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IIPETUCJIOBHE

B GonpmuHCTBE 9KOHOMHYECKH DABBHTHIX CTpaH MHpa, B
ToM uHucie W B Benapycm, ceppeuno-cocymmeras 3aGoseBae-
MOCTb OCTaeTCs BeCbMa BLICOKOM, CMEPTHOCThH OT Hee 3aHHUMA-
er mepsoe mecro. CepreuHo-cocyamcTsie saGosieBaHMA uare
BCEro OrpaHUYHMBAIOT OGIYIO0 MPOAOJAKUTENBHOCTD MUIHU Ye-
JIOBEKA, SABJAIOTCA OCHOBHOH NDPHUYMHON HMHBANHIHOCTH, a
TaKyKe BHe3ANHOH cMepTH. MI3BeCTHO, 4TO MCTOKH CepAeuHO-
COCYAHMCTBIX 3a60JIeBAHMUIT Y B3POCABIX HAXOATCA B HETCKOM
1 IOAPOCTKOBOM Boadpacre. OfHaKoO eciu JuTepaTypa mo KaH-
HOI IATONOTMH, Kacaioascs B3POCIOro HaceJleHud, BBINYyC-
KaeTcs B OTHOCHTENIbHO GOJIbLIOM KOJIHYecTBe, TO MO Cepied-
HO-COCYZHCTLIM 3aboneBaHMAM y feTeit M TeM Gojee y oJpo-
CTKOB MOCOOMit JIs NpaKTHYeCKMX Bpadueil M3gaeTcs SBHO
He/[0CTaTOYHO. ABTODHI CBOeil KHUTOIA, TMOCBALLEHHOM ommuca-
HHIO Hauboslee pacnpocTpaHeHHBIX 3aboJTeBaHMUIL cepAevHo-
COCYAMCTON CHCTEMBI y JeTeif M MOAPOCTKOB, MBITAIOTCH
YMEHBIIHUTE ITOT Npobe.r.

B xHHre ocBelaloTcs Mpo6JIeMBl HACTENCTBEHHOCTH B pas-
BUTHH Gosle3Helf cepieuHoO-coCyAMCTOM CHCTeMbl, PeBMAaTH3-
Ma, CHCTEMHON KpPAaCHOH BONYAHKH, I0BEHMJIBHOIO peBMaTo-
MIHOTO ApTPHUTA, CHCTEMHON CKJEPOAepMHUH, TpoJanca
MHTPAJILHOTO KJIallaHa, BereTaTHBHON AMCTOHMH, HapyIlIeHH i
PHTMa cepAUa M NPOBOAMMOCTH, HepeBMATHUECKUX MHOKap-
AWTOB, CHOPTHBHOIO M JIETOYHOrO CepAua y AeTeil u moapocT-
KOB.

Bonsmoit unTepec s TMpaKkTHYecKoro Bpava, 6esycioBHo,
TIPeACTABAT pasjiiell, B KOTOPOM o6Cy»KAaeTcsi posib HAacJexcT-
BEeHHOCTH B Pa3BUTHH 6osedHeit CepAeYHO-COCYAUCTOM CHCTe-
MBIy nmereif m moxpoctkos. I'nasa, MOCBAIeHHAs JaHHOMH
npo6iemMe, ocoGeHHO Ba)kHA OTOMY, YTO NpPaKTHYeCKHe Bpa-
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4YM HeJ0OCTATOYHO 3HAKOMBI C MeTOJaMM TeHeTHYeCKOro aHa-
JM3a, BCJIE[CTBHE Yero 3HAYeHHe HACJIe[CTBEHHBIX (aKTOPOB
4YacTo HeJoOLeHUBaeTcA. B maHHOM pasjesie He TOJIBKO OCBe-
IeHbl TeopeTHYeCKHe AacCIeKThl IepeJadyd HACJeJCTBEHHBIX
dakTopoB, HO M NpHUBeJeHbl NPAKTHYECKHE DPeKOMeHJAaIuu
IS UX OILleHKM IPH CepevYHO-COCYAMCTHIX 3aboJieBaHUAX Y
JleTeil M TMOAPOCTKOB. BeaycoOBHO, CBOeBpeMEHHOEe BhISBIIe-
HUe MapKepoB CepJeYyHO-COCYAMCThIX 3a60/IeBAHUN MO3BOJIHUT
B ONTHMajbHble CPOKHM M a(ddeKTHBHee NPOBOAUTH HPOdHU-
JlaKTUYeCKHe MepONpHATHA, HAaUMHAA C CAaMOro DAHHEro JeT-
CKOro BO3pacTa, a TaK)<e BBIOMpATh IPH 3TOM HamGoJee Meii-
CcTBeHHBIe JledeGHble MEepONPUATHS.

HeckonbKo rJIaB KHHUTH TIOCBAINEHO TaK HA3bIBA@MBIM
peBMaTHYeCKMM 60JIe3HAM, B OCHOBE KOTODBIX JIEIKHMT IIpe-
HMMYyIeCTBEHHOE MOopajkeHHe COeIHMHHUTeIbHON TKaHH, — peB-
MaTH3M, CHCTeMHAas KpacHas BOJYaHKa, IOBEHUJbHLIH peBMa-
TouaHeli aprpuT. ITo manesiMm BO3, 1/3 nmHBaIMAHOCTH NpH-
xonuTcsA Ha aTH Gonesanu. ITo yacToTe M pacmpocTpaHEHHOCTH
OHM 3aHMMAIOT OJHO M3 NepBLIX MeCT Yy AeTeil, MOAPOCTKOB,
IOHOWIeH M JIMI[ MOJIOZIOro Bo3pacTa. BakHO, 4YTO HMeeTcs
TeHJeHIHA K yBeJMYEeHHIO YacTOThHl HEKOTODHIX peBMaTHYe-
ckux 3aboneBaHuii. IToaToMy npuBefeHHBIe B KHHIre COBpe-
MeHHBIe JaHHble 00 OTHOJIOTMH, NaTOreHede, KJIMHUYECKOH
KapTUHe peBMATHYeCKHMX 3abosieBaHMM, pPeKOMEHJALHH IO
Tepanuu 3TUX Gojie3Hel JaayT BO3MOXKHOCTH He TOJIBKO IIO-
BBICUTHh 3(()EeKTHUBHOCTh MX JIeYeHHS M NPOGHIAKTHKH y Je-
Tell, HO M B OTHAJEHHOM NeEPHOJEe YMEHBIIAThH KOJHYECTBO
TAKUX GOJIBHBIX CpelH B3POCJIOTO HaceJleHHA.

OtraesnbHbIe IJIaBBI KHUTH MOCBAIIEHBl TAKOH pacmpocTpa-
HeHHOJ IATOJIOTMH, B TOM 4McJe y JeTeil pasJIMYHOro Bo3pac-
Ta, KAK BereTATHMBHAs JUCTOHHSA M NpojaGHpOBAHHE MHT-
pajibHOro Kjanasa. IIpakTHyeckas 3HAYMMOCTb 3THX pasdze-
JIOB NOBBIIIAETCA BCJEJCTBHE TOrO, 4YTO ABTOPHI IPHBOAAT
KOHKDeTHble PeKOMeHJalMH I0 JeYeHHI0 M NpodpHIaKTHKe
3TUX COCTOAHMIT M YKA3hIBAIOT KPUTEPHH, HEOOXOMHMMBIe IS
pellleHUsT Bpaue6HO-9KCIePTHRIX BOIPOCOB NPU HHX.

O6uiens3BecTHO, HACKOJBKO GoJsbllloe 3HAYEHHE A Tede-
HHU#A, TMPOrHO3a, MCXONOB BceX 3aboJieBaHUH cepjedYHO-
COCyAMCTOM CHCTeMBl HMMelT HapylleHHe DHTMa cepAua H
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NpPOBOAMMOCTH. B 3THX pasfesax aBTOPHI NPUBOAAT COBpe-
MeHHYI0O KJaccupUKANUI0 HapyIIeHWd DPUTMa ¥ IPOBOAMMO-
CcTH, AAIOT KJaccudHKaOHMI0 aHTHAPDUTMHUYECKMX MpernapaToB
¥ KOHKpeTHble PeKOMeHJalMM IO MX MHAUBHIYyalu3UPOBaH-
HOMY NPUMEHEeHHIO.

B HacrofillleM M3JaHWM KHHUTH pasfesly, IOCBAILIEHHOMY
HAPYLIEHUSM CepAeYyHOro PUTMa ¥ HPOBOAMMOCTH, NpexlIe-
CTByeT rjaBa, B KOTOPOHl NpHBeJEeHbI OCOGEHHOCTH 3JIEKTPO-
KapAMOrpaMMbl y JHeTeli M IIOAPOCTKOB. B He#l H3JI0)KeHbI
TeopeTHYeCKNe OCHOBBI dJIeKTPoKapauorpaduu, AaH aHaIU3
OCHOBHBIX 3JIEMEHTOB 3JIEKTPOKApAMOrPaAMMBI, X IPOUCXOXK-
JleHUe M AMATHOCTHYeCKoe 3HayeHHe. PaccMOTpeHBI BO3pacT-
Hble 0cOOeHHOCTH 3JieKTpokapauorpaduu. IIpuBeneHBl pexo-
MeHJAIUH [0 aHAJIN3Y 3JIeKTPOKapAMOrpaMMEl.

C coBpeMeHHBIX MO3MIUI paccCMOTpeHa aKTyalbHasd IS
NpakTHYeCKUX Bpauyeil mpobieMa saboseBaHHIT MHOKapaa He-
peBMaTH4YeCKON STHOJIOTUHU, JIerodyHoro cepama. PexomeHza-
IUHU [0 AMATHOCTHKe, JIeYeHUI0 U NpodHJIaKTHKe MHOKapAH-
TOB, AMUCTPOdUYECKUX M3MeHeHMH MHOKapja, Jero4yHoro
cepaua, NpUBeJAeHHble B KHHUre, TIIO3BOJIAT CYIIeCTBEHHO
yIAyYImUTh 3(pPeKTUBHOCTL JIeUeHUA JeTe M IOAPOCTKOB,
CTPafarIIuX TaHHBIMHU 3a00JIeBAaHUAMH.

IleHHBIMM JJI [PAKTHYECKOro Bpada IpeACTaBIAITCH
cBelleHMs, IpUBefeHHbIe B riaBe «CrnopTHBHOe cepAle», CIy-
Yyay KOTOPOro B IlOocJieflHee BpeMs Bce Gojiee 4acTo BCTpeda-
I0TCA U3-3a GECKOHTPOJBHBIX 3aHATHH (QU3KYJIBTYPOH U cCIOp-
TOM, BCJIE[ICTBHE HepeJKHUX (UBUYECKHUX IIeperpys3ok y neTei
M MOAPOCTKOB. PeKOMeHAAaIMM IO JIeYeHUI0 U NpodHIaKTUKe
JAHHOM IaTOJIOTHHM JaAyT BO3MOXKHOCTh B GiMikaiillleM M OT-
JlaJIecHHOM MepHoJaX YMEeHBIIHTh KOJUYEeCTBO TAKHX Cepbes-
HBIX OCJIOXKHEHHH, KaK cepfeyHas HeJOCTATOYHOCTb, HApy-
LIeHHs PATMa U IPOBOAMMOCTH, CHHM3UThb 4YMCJO HeobGpaTu-
MBIX M3MEHEHMH B MHOKapjAe M BooOIIe KOJMYECTBO TAKHUX
GOIBHBIX.

Hacrosiimas KHMra HamucaHa BBICOKOKBaJIM(HIMPOBAH-
HBIMHM CHeIHaJuCTaMU — 3aBefAylomlei 2-i kadeApoil AeTCKUX
GosesHeli Besopycckoii MeZMIMHCKON aKaIeMHH IIOCJIeAMII-
JloMHOrO o6pasoBaHus npodeccopom JI. M. Bensegoii M IOLEH-
ToM 3Tol ke Kadenapwml E. K. Xpycmanesoi. IIpakTudecKkyio
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[eHHOCTh KHHUI'M MOBBIIIAET TO, YTO B Hell IPUBEJEHHI He
TOJILKO COBPEMEHHbIe JUTePATYPHBIE NaHHBIE IO PacCMATDH-
BaeMmoii mpo6sieMe, HO M OTpaskaeTca GOJNBIIONW JIHUHBIH OMBIT
B IMarHOCTHKe, JIeYeHHH U npoduiakTHKe 3abosneBaHui cep-
JIeYHO-COCYAMUCTON CUCTeMBI Y JieTell U MOAPOCTKOB.

BHe BcAKOro COMHeHM#, HACTOAImAS KHUTA NpeACTABHT
3HATHUTENBHYIO IeHHOCTh JJIA NPAKTHIECKUX Bpadeil, HHTepe-
CYIOIIMXCSA MATOJIOTHEeH CepleYyHO-COCYAUCTOU CUCTEMBI B JET-
CKOM M MOJIPOCTKOBOM BO3pacTe.

B. B. I'op6auee, 0KTOp MEAMIMHCKHUX HAYK, npodgeccop,
3acCJIy’KeHHBIH [lesiTeslb HayKu
Pecny6iukn Benapych



OT ABTOPOB

BonesHn cepaedHO-COCYANCTOH CHCTeMBI MO HACTOALIETO
BpeMeHH OcTaloTcs NMpobiemoil Beka, MMerOIeid BaKHeH i
MeLMKO-CONMANbHBIH XapakTep. DTo 0GYCIOBIEHO U BBICOKOMN
pacnpocTpaHeHHOCTbIO JAHHOM rpynnbl 3aboneBaHuii, M TeM,
YTO mojaBJAKIee GOJBIINHCTBO MX, HAYABIIWCH B JETCKOM
BO3pacTe, COMPOBOKAAET YeJoBeKa BCIO ero »KU3Hb. B cBAsM ¢
9TMM G3HAaHMe HayaJbHBIX [pPOSBIeHMH OGojesHeir cepana,
yMeHHe KOMIIJIEKCHO OLleHHTh HacjieJCTBeHHbIe, HMMYyHOTeHe-
THYecKHe, KJHHMYECKHEe M AUArHOCTHYeCKHe KPDHUTEpUHM Hau-
6oslee pacmpocTpaHeHHBIX 3abosieBaHMM IO3BOJIMT IPaKTH-
YeCKOMY Bpauy CBOeBPeMeHHO M 3((PeKTHBHO NOMOYb 60Jib-
HOMY.

VHTeHCHBHOE Pa3BMTHe HOBBIX HAIpaBJeHUH B MeIHIHHe,
B MepBYIO oYepe/b MMMYHOI€HETHKH, TeHOMUKHU U GHMOXUMUH,
a Tak)Ke U3yuyeHHe 3aKOHOMepHOCTel MyJbTH(HAKTOPHAIbHOTO
HacJIe[OBAHUSA MPeAPACIIONOKEeHHOCTH K 60JIe3HAM BO MHOIOM
U3MEeHUJIM NpeJcTaBleHHe O NPUYMHAX BOSHUKHOBEHHMS M Me-
XaHU3MaX peaju3anuy GOJBIINHCTBA CePAEeYHO-COCYAHCTBIX H
peBMaTHUYecKUX 3a6oJieBaHUI JeTCKOro Bo3pacTa.

Marepuas KHUTH GasupyeTcs Ha MHOTOJIeTHEM KJIMHHYe-
CKOM OIIbITe ABTOPOB ¥ COBPEMEHHBIX JOCTHIKeHHAX HAYKH.

Hapeemesi, 4To mpejjaraemMoe U3faHHe MO3BOJIHUT MPAaKTH-
YecKMM BpayaM yriayouTh cBOM 3HAHMSA IO JUATHOCTHKeE, Je-
YEeHUI0 M NPOPHIAKTHKHM YacTO BCTPevaloliuXcs IMOJUTeHHO
HacjeayeMbIX 3abosieBaHMIl y fleTell M MOJPOCTKOB.

B kHure faHO omucaHHWe HauboJiee pacnpocTpaHEHHBIX Te-
HeTHYECKMX CHHJPOMOB, MPOSABIAIIMXCHA Me3eHXHMaJbHOMN
QUCIJIa3ueil COeMHUTENbHOM TKAHH. ODTO IOMOXKeT INeauaT-
paM CBOeBPeMEHHO IOCTABHTH COOTBETCTBYIOIIUI AHArHO3 M
BOBpeMsl HANPABUTL PeGeHKa B MeIMKO-reHeTHUeCKH eHTp.

B riaBax, NOCBSUIEHHBIX (PYHKIOMOHAJIBHBIM pPaccTPOii-
CTBAM CepPAEeYHO-COCYAMCTOM CHCTeMB! (IPOoJanc MHUTPaJIbHOTO
KJIallaHAa, CUHJAPOM BereTaTHMBHOW AMCHYHKLMH), NPHBEIEHBI
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paspaboTaHHBle HAMHM AUATHOCTHYeCKHe KPUTEDUH M paGoune
KJIacCH(pUKANNM, YTO, HA HALI B3rJIsJ, MMeeT BAXKHOE IIPAK-
THYecKoe 3HAUYeHHe.

B xHMre mpeacTaBiieHbI cOBpeMeHHbIe MOAXOABI K AHATHO-
CTHKe U JIeYeHHI0 PeBMATH3Ma, HePeBMATUYECKUX MHUOKADIH-
TOB, IOBEHHJIPHOTO PeBMATOMAHOrO apTPUTa, CKJIEPOAEPMUH U
CHCTEMHOH KPACHOU BOJYAHKH. DTH 3a60JI€BAHUSA JOCTATOUHO
YacTo BCTPevaloTcs B JeTCKOM BO3pacTe.

B riaBe, mocBAIeHHON HAPYIIEHWAM pHTMa cepana
[POBOAMMOCTH, ONMCaHbl HaubGoJlee YACTO BCTpedalONIUecsT Y
ZleTeil apUTMUH, aHA UX dJeKTPOKapAMorpaduyecKas Xapak-
TepHUCTHKA M NpHBejeHa AuddepeHNHPOBaHHAA Tepamus c
YUeToM COBPeMEHHbIX AHTHAPHTMHYECKHX IpenapaToB, HpH-
MeHsIeMBbIX B [IeTCKOW NpaKTHKe.

B kHure Takike ocBellleHBI MPo6JeMBbI CIIOPTHBHOTO cepa-
ua, 4TO AKTYaJbHO JUIs Bpaueii-meIHaTPOB, MOCKOJBKY CEro-
AHA B CIIOPTHBHBIX CeKIUAX BaHUMAaeTCA MHOro JeTeil
LIKOJILHOTO BO3pacTa.

B rnase «Jlerounoe cepaue» omucaHsl 3aGoNeBaHHS AeT-
CKOTO BO3pAcTa, MPOTeKalolHe C MOpa)keHHeM MPeHMYIIecT-
BEHHO NPABLIX OT/AEJIOB CepALla, W3JI0XKeHbl OCHOBHbIE KJIMHH-
YeCcKHe CHMITOMBI JIerOYHO-CepAeYHOW HeJOCTATOYHOCTH H
NPHHIMIB! ee Tepanuy. Bee aTo MMeeT Ba)kHOe MpaKTHYECKoe
3HAYeHHe.

BeipaskaeM MCKDeHHIOI0 6JIarofapHOCTL PeleH3EHTYy —a3a-
CIIy’KeHHOMY JesTeN10 Hayku Pecny6auku Benapycs, mokTo-
Py MeIMUMHCKHX Hayk, npodeccopy B. B. I'opbauesy 3a pe-
KOMEeHJIALMH U 3aMevYaHHusi, KOTOpble, HECOMHEHHO, YJIYYIIIH-
JIM coJlepyKaHue KHUTH.

Ouenb HaJieeMcs, Y4TO HACTOsIee H3JaHMe IPHHECET mpak-
THYECKYIO M0JIb3y Bpauam.



CIIHCOK COKPAIEHHAY

AB — aTPHOBEHTPUK YJIAPHBII UPA - uauonaruyeckuit ¢puo-

AT — apTepuaJbHas TUIEp- PO3UPYIOIINI aJbBeo-
TEeH3UA uT

ALl — aprepuaJbHOe JaBJle- KHAT' - kapanounTepBasorpa-
HUe bus

AHA - aHTHHYKJIeapHEIE aH- KOIl - ximHOOpTOCTATHYECKAS
TUTeNA mpo6a

AH® - anTHHYKIEapHSIl KT — KOMIIbIOTEPHAS TOMO-

rpapus

GdakTop

ATI® - AHTHOTEHSMHIpespa- KDK KpeaTHH(POCHOKHHASA
masomuii epuenT JIC — JIero4HOe cepAale

MK]I - MuHOKapAHOAHCTPODUs

ACT' - aHTHCTpeNnToruagypo-

—— MIIK - mMuHepajbHas IJIOT-

HOCTb KOCTH

ACIL - anTHCTpENTONMIUE HIIBII - HecTeponAHBIE IPOTH-

A®A - astudochosunugase

BOBOCHAJIUTEJIbHBIC
aHTHTeJa npenaparsi
A®C - anrudocdonnnH b HIJ - HelfponupKyJIATOPHAS
CHHApOM JMCTOHMSA
BH — BOJIYAHOYHBIN He(ppUT OJIT - oCTpHIif JIeKAPCTBEH-
BHC - BereraTuBHasi HepBHas HEIT TecT
cucrema OPJI - ocrpas peBMaTuyec-
BP — BereTaTHBHAs peak- Kafd JIMXopajKa
THBHOCTh ITAK - mposamnc aoprajibHOro
TKC - rioKoKOpTHKOCTEpOH- KJIanaHa
JbI IIZII' - mepBuUYHAas JieroyHas
JKMII - quatanqnonsas Kap- PHIEePTeH3uA
JIMOMHOIATHSA IIMK - mposanc MHTpPajibHOTO
IOHK - nesoxcupubonykien- KJIallaHa
HOBasi KMCJIOTA IICK - mpousamnc cepeuHbIX
HUBC - umemuueckas 60se3nnb KJIAIAHOB
cepana T — IAPOKCU3MAJIbHAS Ta-
HUBT - ucxopHmIt BereTaTus- XHKapAUSA
HBII TOHYC IITK - nponanc Tpukycnu-
HIJI - mauonaruyeckuit remo- JAJTbHOTO KJIaNaHa
CH/IepO3 JIErKUX IIIIP - nosnmepasnas uensas
508 — MHTepJIeHKUHE peaknus
UH® - unrepdepons: PO — PeBMaTOMIHBIN (haKkTop
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CBJl - cMHAPOM BereTaTHB-
HOU AuCHYHKIUH

CKB -cucreMHas KpacHas
BOJIYAHKA

CPB  —C-peakTuBHBII 6eok

CPPJK — cunpoM paHHei pe-
MOJIAPUBAIUH XKeJly-
JIOYKOB

CcC — CHCTeMHBIH CKJIepo3

CCCY - cunzapom ciabocTH CH-
HYCOBOI'O y3ja

Th-1 —T-xennep 1-ro tuna

Th-2 —T-xennep 2-ro Tuna

MUK - gupkyampyiomue uM-
MYHHBIE KOMIUIEKCHI

IOI' - OUKJIOOKCHreHasa

YCC —vacroTa cepaeyHBIX
COKpameHui

9KI' -—anexkTpokapauorpam-
Ma

90C -oasekTpuYeckas och
cepaua

IOPA - OBeHHJILHHIN peBMa-
TOMJHBIA APTPHT

JOXA - 10BEeHMJIBHHIH  XpPOHH-
YeCKHU apTPUT



TJIABA 1

HACJIEJICTBEHHOCTG H EE POJIb
B PA3BBATHH BOJIE3SHEN CEPJEYHO-
COCYJIHCTOU CUCTEMBI Y TETEHN

Ienemuxa (ot rpeu. genetikos — oTHocswuiica K poxkie-
HHUIO, MPOMCXOXKJAEHHIO) — HayKa, M3ydamwlias 3aKOHOMEpPHO-
CTH HacJieJCTBeHHOCTH M M3MeHYMBOCTH opraHuama. OHa cra-
Jla OJHOM M3 BeAyLMX HayK, ee (PAKTOPbl M KOHIUEMIUM He-
0OXOAMMBI JJIf MOHMMAHHMS MHOTHX BOIIPOCOB COBPEMEHHOI
MeINIMHBI U 6Hosornu.

Or HacieJCTBeHHBIX GoJiedHell CTPAZAIOT MUJITMOHBI JIIO-
Jleil Ha 3eMHOM Ilape, IIOBTOMY TAaK BeJMK HHTepec K IIPoO-
G/1eMaM reHeTUKH YeJloBeKa B MOCJeAHUe TOMbI.

B mnpegucioBuu K MHOrOTOMHOMY pPYKOBOACTBY «Meau-
NUHCKaA reHeTHMKa» UTaJNbAHCKUH yuyeHbI A. legma mumer,
YTO TOcJle 3HAYMTEJbHOTO YMeHbIIeHHs 3abojieBaeMOCTH U
CMEPTHOCTH OT MH(EKIHOHHBIX 3a00JIeBaHUI «Bpay J0JI’KeH
[peojioJieTh caMoe cepbe3HOe NpensTCTBHE, KOTOpPOoe Ipej-
cTaBaAlT coboii HacyencTBeHHble GosedHu. Hajgo mpusHaTh,
4YTO HACJIe[ICTBEHHOCTh ABJAETCS YACTHUYHOU HMJIM €IUHCTBEeH-
HON NPUYMHON BBICOKONH CMEPTHOCTH, KOTOPYIO CTATHCTHKA
npunuceiBaeT 60J1e3HAM cepAlla M COCYA0B, HapyIIeHHAM 06-
MeHa BellecTB M MHOTMM 3abosieBaHMAM KpoBH. Crosi mepex
9TUMHU MNPeNnsATCTBUSAMM, MeJUIIMHA CO3HAET, UYTO OHA HMeeT
JelfcTBeHHbIe Cpe/CTBA JIeYeHHUS] TOJNBKO JJsA BechbMa OTPaHM-
YeHHOI'0 YMcJia HACJIeACTBEHHBIX 6oJie3Heil».

Tenernka yesoBeKa — 3TO HAYKa O HACJIEJCTBEHHOCTH M
M3MEHYHBOCTH KaK (PU3MOJOrHUeCKUX (PeHOTUNHYECKUX MPHU-
3HAKOB, TAK ¥ CHUMIITOMOB NposBJeHHi nmarojoruu. Ilo cymre-
CTBY MeJMLMHCKAs TreHeTHKa, fABIAACh (QyHAaMeHTAJIbHOMN
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HAyKOi, MpejcTaBiseT €000l TeOpeTHYECKYI0 OCHOBY BCel
MeAMUHUHBI. Y6exaurenbHas OGOCHOBAHHOCTBL (DyHAaMeHTAJb-
HOCTHM HACJIEJCTBEHHOCTH BO BCeX >KM3HEHHBIX NPOABJIEHUAX
[O3BOJIAET CYUTATH, YTO MeHeTHKa 4eJloBeKa — OJMH M3 Kpae-
YroJbHBIX KaMHeil COBPeMeHHOH TeopeTHYeCKOdl MeAWIMHBI,
a KJMHMYecKas reHeTMKa — 9To as3byka I NOHUMaHUSA
9THOJIOTHH M MaTOoreHe3a KOJIOCCAJBHOIO KOJHMYecTBa IAaTOJIO-
rMYeCKUX COCTOAHMN u 3aboseBaHmMi uesnoBeka. OOBEKTHB-
Hasl, npodeccHOHAJbHO TPaMOTHas ONEHKA DOJHM TreHeTHYe-
CKOro BKJIajla B PeaJM3alHI0 MNaTOJIOTHYECKUX IIPOIeccoB de-
JIoBeKa aeT BO3MOXKHOCTh pelllaTh LEeJbIH PAJ CTPATEerHYecKH
Ba)KHBIX MNpoGJeM, TaKMX KakK pa3paboTka HOBEIX MeTONOB
JMATHOCTUKH M JIeYeHHs, HOBBIX TEXHOJIOTMI INepBHYHOU H
BTOPUYHON NPODUIAKTHKH, YTO BeJeT K PelleHHIO IepcleK-
THBHO IJIOOAJIbHBIX BONPOCOB NpeAyNpekJeHHs, COXPaHeHH:
M yJAy4LIeHUS 30POBbS HacesjeHnd. I'y6okoe 3HaHHWE MeJH-
KO-TeHeTHYeCKUX NpobieM ceMbH IO3BOJIAET HHAMBHAYAJH-
3UpoBATh Mepbl NPOPHUIAKTHKH, JIeYeHUA U PeabHIHTAIHH.

Bosbuioe 3HaYeHHe AJiAd OPAKTHKH MMEIOT YCHEIIHO pas-
pabaTbiBaeMble NPOrpaMMbl IPOrHO3MPOBAHUSA BO3MOXKHOCTH
PasBUTHsA TeX HWJIM HMHBIX 3abosieBaHWil. OTO B IepBYIO Ode-
peib OTHOCHTCS K MHOroaKTODHBIM, T. €. IIOJIATeHHO HacJje-
ayembIM 3abosieBaHWAM, a, Mo ZaHHBIM BO3, K HUM MOXHO
orHectn 90-95% Bceil XPOHMYECKOH MATOJIOIMH B3POCJOro
HaceneHus. HecoMHeHHO, uTo pa3paboTka W BHeJpPeHHe TaKo-
ro poja MporpaMM MPOrHO3MPOBAHMSA MOJHMIeHHO Npeapacmo-
narapiux K cebe 3a6oseBaHUN MO3EOIUT MepelTH Ha HOBBIH
ypOoBeHb HX NPoHIAKTHKH 3aJ0Jro A0 NOABJIEHNA KIHHHYE-
ckoit KapTuHbI 6one3HH. Ocobyi0 aKTyaJbHOCTh 3TO HMeeT
NpH KOMILJIEKCHOH MeJNKO-COLHaIbHOH OIeHKe IpPOGIeMbl
CepleYHO-COCYANCTHIX 3a60IeBaHMI.

ITepuaTpsl y>Ke CTOJKHYJIHCH C HOABJIEHHEM y HeTelf ac-
CeHIMAJIbHON aprepuanbHoil runepreHsun (AT), wmemuue-
cKkoit Gosesun cepaua (UBC), pasnuuHBIX BapHanHii rerepo-
reHHBIX MPOsIBJIEHHII PaHHMX GOPM aTepocKJeposa, & TaKxKe
1eJIOTO Psifia CHCTeMHBIX 3a60JIeBaHHH COETMHUTEJNBHOH TKa-
HH, CHCTEMHBIX BACKYJNTOB M T. A. <«OMoJOoKeHHe» 3THX
MpoIeccoB, TSXECTh TedyeHUs, DAHHASA HHBAJIHUAU3ANUA H
CMepTHOCTh yOeJUTeNbHO JOKA3LIBAIOT HEOOXOAMMOCThH MOHMC-
Ka cpeicTB AJIs AWATHOCTHKHM U NEPBHYHON NPOPHIAKTHKH
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Ha YPOBHE «IIPeJPACHOJIOKEHHOCTH M HOATOTOBKH» OPraHH3-
Ma K MaHubeCTAIUH IATOJOTHYECKOro Ipolecca. B Takumx
CHTyanuaX OPUHIUI «UeM paHbIe, TeM JyYlle» BeChMa aK-
TyaJleH U ONpaBjaH.

B oaroif riaBe Mbl OCTAHOBMMCSI TOJIBKO Ha HEKOTOPBIX
BechbMa aKaJeMHUYHBIX, HO, HAa HAIl B3rIAJA, BaXXHBIX IId
NpaKTHUYeCKOTo Bpaya BOIPOCAX FeHeTHKU, UMEIOUIUX IpsAMoe
OTHOLIEHWe K MPAaKTHYeCKOMY MOHHMAHHIO DPOJIM HACJEACT-
BeHHOCTH B IeJHATPUHU.

XPOMOCOMBI ¥ TEHBI. MYTAIITHHA

3HaHMe cTpoeHUs U (QYHKIMOHUPOBAHUA MaTepHasbHOH Ga-
3bl HACJIEICTBEHHOCTH SIBJISIETCS Ba)KHBIM aCIIeKTOM IMeHeTHKH
yesioBeKa. BBICOKMII ypoBeHb DAa3BUTHA IUTOTeHETHUKH B IIO-
cJeiHUe JecSATHJIeTHs] MO3BOJIMJI M3YUYUTh OCOGEHHOCTH XpO-
MOCOM 4YeJIOBeKa U IIPOBECTH MX reHeTHYeCcKoe KapTHpOBaHUe.

Habop xpomocoM (KapuoTHI) 4dYeJloBeKa COCTOMT M3
46 nap: 22 map ayrocoM M OJHOI maphbl IOJIOBBIX XPOMOCOM
(XX y sxenmuH 1 XY y mykuuH). ITo ¢hoopme u pazmepam Bce
ayToOCOMBI YeJIOBeKa MoApasfessfioTcss Ha 7 rpynm, ob6o3Ha-
YyaeMbIX JATHHCKUMH GykBamu oT A 10 G, uro obieryaer ux
uneHTHGUKanuo. OCHOBHBIMHM /JeHCTBYIOIUMH eJMHHIAMH,
nepeflaloIIMMU TeHeTHYeCKYI0 MH(OPManuio, SIBASIOTCA re-
HBI, HaXoJAIINecss Ha XpoMocoMax. ['eHbI, KAK ¥ XPOMOCOMBI,
Bcerjia napHsie (OAMH OT MaTepH, APyrou or orua). IJlaBHBIM
XMMHYEeCKMM KOMIOHEHTOM XpomocoM siBiasierca JJTHK — gxes-
OKCHMPHOOHYKJIEMHOBAas KHCJIOTa, MpeAcraBiasiomas coboit
ABOiHYI0 cnupanb. M3ydeHHe ee cTpOeHMs IMO3BOJISET pac-
mHQPOBEIBATE MeHETHYECKHI KOJ, a 3TO MO CYIIecTBY — 3a-
NHCh U BOCIPOM3BeJeHNe reHeTHUECKOH MHGOPMALUH.

I'enom HasbIBalOT y4yacTKH XpoMmocoMhl (Mosekyn IHEK),
Hecymue MWHQOPMaNMIO 3a onpeJeIeHHBIM PU3HAKOM. B cBs-
3W C 9TMM TIeH — 9TO eMHMIIA XPaHeHHSs, Iepeadyd ¥ peasu-
sanuu 060t HaciexcTBeHHON MHGopManuu (Kak (U3NOJIO-
TUYeCKOf, TAK M MaTOJOrMYecKoi).

IlapHble reHbI CymECTBYIOT B PA3HBIX BapUAHTAX, HA3BI-
BaeMBbIX aJyIeIiMU. DTO BAXKHO 3HATH IPAKTHYECKOMY Bpauy,
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u60 B cHUTyaMAX reTepO3UTOTHOrO HOCUTENbCTBA reHa 6GoJes-
HU popuTensMu (o6a 30POBBI) BBHICOKA BEPOSTHOCTH POXKAE-
HUA GonbHOro pebenka. I'eHbl, HaxogsAmuecsa Ha X-XpoMoco-
Me, CYMTAIOTCA «CIeIJIeHHBIMH C IIOJIOM», OHHM He HMenT
TMapHBIX reHOB Ha Y-Xpomocome. I'eHBI, HaXoAsIHeCsH PSAAOM,
HepeJKO NepefaloTCA IeJIbIM JIOKYCOM, UX HA3BIBAIOT «CIIel-
JIeHHBIMM MeXJy co6oif». OHM OJHMM JIOKYCOM MOTYT Iepe-
JlaBaThCA M3 MOKOJIEHNS B IOKOJIEHHE.

IIpu mocTaToYHO AAjleKOM PACIOJIOKEeHUH JIOKYCOB Ha Of-
HOl XpOMOCOMe BO3MOYKHO HX COBMECTHOE MJIM He3aBHCHMOe
pacnpegesnenue. ITocnegHee 06ycI0BIEHO KPOCCHHIOBEPOM.

«CuenyeHne» reHoB HeoOXOAMMO OTJMYATH OT «accOIMA-
LMY NPU3HAKOB», MOJ KOTOPOH NMOHMMaeTcs HecJydailHoe CO-
yeTaHHMe DA3JMYHBIX HACJEJCTBEHHBIX NPHUBHAKOB B IOMYJsA-
nuax. MHorga ciensieHne reHOB MOXKeT SBUTBbCH NPHYMHON
acconuanuit. IInsa jydilero MOHMMaHUS MaTepHasa IleJIeco-
06pa3Ho naTh oONpejesieHUs psia MOHATHM, KOTOphle OyAyT
MCIMOJIb30BATBCA IIPH JajIbHeiIeM H3JI0KeHHH.

I'en — ocHoBHasi 6uosiornyecKas eJUHUIA HACJEACTBEHHO-
ctH, obyiagaomas cnocobHOCTHI0 K BOCIPOM3BEJeHUI0, MyTa-
IMOHHBIM M3MEeHEeHUAM M oO0beHHEeHHAs JUHEWHO C JPYTHMH
resaMu B Xxpomocome. MecTo, 3aHMMaeMoe reHOM B XPOMOCO-
Me, HA3BIBAIOT LOKYCOM.

Annenamu Ha3BIBAIOT aJbTePHATHBHLIE BADHAHTHI TeHa,
3aHUMAaloIMe onpe/esIeHHbIH JIOKYC.

3uzoma — 310 NPOAYKT CIUSHUSA MOJIOBBIX KJIETOK MYIK-
CKOTo M »KeHCKOI'0 OpraHMu3MOB. Con-epmm' JUIJIONIHBIA Ha-
60p XpoMocoMm.

IF'omo3uzomnocms — Hanuuue B ONpelesIeHHOM JOKyce
(T. e. B TOMOJIOTHUHBIX y4acTKaX Mapbkl XpOMOCOM) ABYX OJH-
HAKOBBIX aJuiesei.

I'emepo3uzomnocmes — Haauuue B TOMOJIOTMYHBIX ydacT-
Kax napbl XpoMOCOM JBYX Pa3HBIX aJljiejieil OJHOTO reHa.

YriyGneHHBIN reHeTHYeCKHH aHAJIN3 4YesloBeKa HEBO3MO-
sKeH 6e3 MOHMMAHMA OCHOBHBIX NPHHIUIOB NONYAAYUOHHOL
zenemuku. ITO Npex<Je BCero cTabMIbHOCTH, M3MEHUHBOCTH
reHoB M UX 3(deKToB.

IMonynayus — 5T0 COBOKYMHOCTL 0coGeil TOro WM HHOrO
BHJa B TeyeHHe NOCTATOYHO JJIUTEJIBHOrO MEepHoJa BpPeMeHH

14



(psAx mOKOJIeHNU#), HaceJAIIIUX OIpeleeHHOe IIPOCTPAHCTBO.
B reHeTHKe 4YeJioBeKa IIONYJsAIHel MOYKHO Ha3BaTh Ipynmy
Jofeil, 3aHUMAIOIIMX OXHY TEPPUTOPHI0O M CBOOOJHO BCTY-
maromux B 6pak. B cOBpeMeHHBIX NONyJANMAX JIOAed ¢ mo-
BUOMI TeHeTHKH MOXKHO OTMETHTh HeKOTOphIe NPOIeCcChl, KO-
TOPHEIX He GBbLJIO paHbIIe, HapUMep 3aMeHa OXHHUX ¢opm 6Go-
nesHe#t (MHGEKI U U T. 4.) APYyrMMH. B aToM miaHe ocoGbIi
MHTepec B HAIUM JHU IpeJCTaBifeT JIMAEPCTBO CepHedYHO-
COCYAMCTON ¥ OHKOJIOrMYecKou mnarosoruu. CrabuibHOCTH
NONMYJIALNH OIpeJesseTcss AUANEKTHYECKHM B3aHMOJeHCTBH-
eM MexXaHM3MOB M (GaKTOPOB, NMOAJEPKUBAIOIUX M (UJIH) Ha-
pymakoomux pasBHoBecue (H. II. Boukos, 1997). OBomonus
6bly1a GBI HEBO3MOXKHA, ecJM Obl B MOMYJANUAX BCerjga coxpa-
HAJOCH CTPOroe paBHOBecHe IeHOB M YacToTa HX He MeHs-
nack. OgHAKO M3MEHYMBOCTH MeHOB MMeeT Pa3HOHAIPABJIEH-
HBIA Xapakrep.

B mesiom nox uamenwusocmsvro ¢ MO3UIHHA IeHETHKH IIOA-
pasymeBaloT mymayuu. Bee deHoTHIHUYecKoe MHoOrooGpasme
yesioBeKa 06GyCJIOBJIEHO M3MEHYMBOCThIO. PasnuuanoT Hacien-
CTBeHHYIO U HEHACJIe[ICTBEHHYIO ee NPUPOAY (KOMIOHEHTY, T. €.
BKJIAN).

HacnencrBeHHas H3MeHYMBOCTH BO MHOIOM OIIpejesisieT
9BOJIIOIMOHHBIN mponecc. OHa IMoO-IpeXXHeMY OCTaeTcsi BaK-
HeWIIMM NpeAMeTOM MHCCJIeJOBAHWS [AJIsi BHISICHEHUS TeHeTH-
YeCKMX 3aKOHOMepHOCTeH, TaKk KaK B HHUX 3aKJdaeTcs
mudp 6oNBIINHCTBA Hac/le[CTBEHHBIX 3a60JleBaHMIA.

HacnencrBerHble (GaKTOphl B INMPOKOM CMBICJIE CJIOBa
NPUHUMAKIOT caMoe HeIloCpeJCTBEHHOe y4acTHe B PasBUTHUU H
¢opmupoBaHMM maToJOrHYecKUX mponeccoB. OHU MOTYT BBI-
MOJHAThL POJIb 3THOJOINYECKOro (pakTopa, y4yacTBOBATh B Me-
XaHUBMAaX pasBUTHA GOJIe3HM MJIM, MPH MPOYMX DABHBIX yC-
JIOBUAX, ONpe/esATh BHI3JOPOBJIEHHEe M HcXOof 3abojeBaHUS,
YTO 3aBHCHUT OT 0COGEeHHOCTEe! HACJIeACTBEHHOTrO THIA KOHCTH-
TYUMH, AKTHBHOCTH (CHJIbI) MMMYHHON CHCTEMBI U T. 1.

Hacnedcmeennwvimu sBnsioTcs 601e3HH, STHONOTHIECKHM
($aKTOPOM KOTOPBIX CIYXKAT MyTanuu. BoJbIIMHCTBOM MyTa-
uuii o6bsAcHAeTCA MOMMMOPGHUEM NPH3HAKOB B INOMYJIAIMH
JejioBeKa (BHeIIHHWe (eHOTHNNYeCKHe NPH3HAKH, CepPOJIOTH-
YecKHe IPynmbl KPOBU M T. N.), HO B TeX cjydasX, KOrAa My-
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TallM¥ 3aTPATMBAIOT TeHBI, Hecyllue B ceGe CBOMCTBO KU3HEH-
HO Ba)KHBIX (YHKOM# (opraHoB, cucTeM, (pepMEHTOB M T. A.),
passuBaercs Goseanb. HacieacTBeHHBIe (DaKTODPBEI MOTyT fAB-
JNATBCSA He TOJBKO NPUYMHONW BO3HUKHOBEHUS GOJNE3HH, HO M
BJIMATH Ha ee IaToreHe3. B aToif cuTyanum roBopAT o Gosea-
HAX C HacjeJACTBeHHbIM mnpeapacrnoyoxxeHuem (}0. E. Bens-
tumes, 1988; H. I1. Boukos, 1979).

Bce Gosle3HM B 3aBHCHMOCTH OT OTHOCHTEJBHOH 3HAYMMO-
CTH HAacJeJCTBEHHBIX CDPeJIOBBIX (DAKTOPOB B HMX Ppas3BUTHH
MOXKHO pas3fieJIUTh Ha TPU I'PYIIIEI.

Iepeas zpynna — cyry6o HacnencTBeHHble Gone3nn. Ila-
TOJIOTHYecKoe JeiicTBHe MyTAalUM KaK 3THOJOTHYEecKOoro dax-
Topa MPaKTHYeCKH He 3aBHUCHT OT BHemuHeil cpeasl. ITociex-
HASL MOXXeT MEHSIThb TOJBKO BHIPAKEHHOCTh CHMIITOMOB Go-
nesan. K aToii rpynme oTHOCATCA BCe XPOMOCOMHEBIE M TeH-
Hble HacJieACTBEeHHbIe 60JIe3HU C MOJHBIM IposABJIEHHEM (CHH-
apom [ayna, reModunus, GeHUJIKETOHYPUA U T. I.).

Bmopas zpynna — Gole3HH, BOSHUKAIOIIUE MOX BIASHH-
eM BHeINHHMX (aKTOPOB y JIUI[ C HacJeACTBeHHOH Ipeapacmo-
JIoXKeHHOCTHIO (mofarpa, caxapHslil Auaber u T. A.).

Tpemva zpynna — Gole3HH, 3THOJIOTHUYECKHMMH (akTo-
PaMH KOTODPBIX ABJAIOTCSA BIWSAHHS CpPeAbl, OJHAKO 4YacToTa
BO3HMKHOBEHHS M TsXKeCTh TeYeHUs O3THX 3abojeBaHHH cy-
[eCTBEHHO 3aBUCAT OT HACJEeJCTBEeHHOH IpeApacIosoKeHHO-
cTu (aTepocKJiepod, nepBUYHas (3CCeHNMAJbHAS) THIEePTeH3H,
TyGepKyse3, GPOHXMATBHAS ACTMA, A3BEHHAA GOJNE3Hb U T. I.).

B cymHocTH MexxAay BTOpO# M TpeTheil rpymmamu 3aGoure-
BaHWIH 3HAYMTEbHOW DA3HHMIBI HeT, GO Ba)kHelIIas poJb B
BO3HMKHOBEHMM 3THX GoJle3Heil NMPHHANJIEKUT HAacJeACTBeH-
HOM NpepacnoioKeHHOCTH K HHM.

Heobxonumo pasiuyaTh NOHATHS <«HACJIEACTBEHHEIE» H
«BpOXKJieHHBIe» GoseaHn. IIof «BPOXKAEHHEIMH» CIEAyeT IO-
HUMATbh Te COCTOSAHHUSA, KOTOpPble CYIIECTBYIOT y¥Ke IPH DOX-
neanu peberka. OHM MoryT GbITh 00yCJIOBJIEHBI Kak Hacljex-
CTBeHHBIMHM, TAK M HeHacJeJACTBeHHBIMH (daKTopaMH (MyTa-
uuu «de nove»). B To ke BpeMsi He Bce HacJieCTBeHHLIe Go-
JIe3HH MOTYT OBITh BPOXKJAeHHBIMH. MHOrMe M3 HHX NPOABISA-
1oTcs B GoJslee MO3HEM Bo3pacTe.
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Bce HaciencTBeHHble 60JIe3HM HMEIOT ODIIUi dTHOJIOrHYe-
ckuit pakTop — Myranuu. II0aTOMY B OCHOBY KJacCHpHKaLUK
MOJIo¥KEeHbI CTelleHb, XapaKTep U MecTo (YPOBEeHb) MyTaIlUH.

Pa3nuuaioT TouKoBble (reHHBle) MyTauuu. 3aboseBaHMSA,
BO3HUKINME B pe3yJbTaTe MYTaIyH OJHOTO (OCHOBHOrO) reHa,
NOAUUHAIOTCA 3akoHaM MeHpens. Bo3MOXHBI MyTanmuu Ha
YPOBHe reHOMOB (KOPOTKOrO MJIM JJIMHHOTO IIjleda XPOMOCO-
MbI) M OeJblX XpoMocoM. OHM MOryT BHITJISAZeTh B BHAe UH-
CJIOBBIX aHOMAaJUi (TPUCOMHMH, MOHOCOMUM) M CTPYKTYPHBIX
nmepecTpoek (TpPaHCJOKAUMWH, AeNelUM, AYIIMKAIMHM, HHBEp-
cum). B cooTBeTCTBHM ¢ 9TUM HaclleACTBeHHbIe GOJNIE3HU AeNAT
HA TeHHble U XpoMocoMHble. K XDOMOCOMHBIM OTHOCAT TaK-
JKe reHOMHble 6oJsie3HH. B cBOI0 ouepesb B IOCJIeHee BpeMs
reHHble 60JIE3HH JeJIAT Ha MOHO- M moiaureHHsle. OfHAKO Ie-
Jlecoobpa3Hee MMOJUTreHHble 0OJIE3HN BBIAENATH B ONpejeseH-
HYI0O IPYNINY H3-3a CJIOXKHOTO XapaKTepa MX HacJIeJOBaHUA M
ocobeHHOCTeH MHOro()aKTOPHOTO BIMAHUSA BHeEILIHel cpeibl Ha
peayM3anvIo HacjleACTBeHHOH mpeapacmosoxkeHHocTd. Ilo xa-
paKTepy HacJefloOBaHWS MOHOreHHble GOJIe3HU HeJNAT Ha ayTo-
COMHO-ZIOMUHAHTHBIE, AyTOCOMHO-pPelleCCUBHbIE M CIleIlJIeH-
Hble ¢ X-XpOMOCOMOM (JOMHUHAHTHBIE U peleCCUBHBIE).

B Hacrosimee Bpemsi usBecTHo 6osee 3000 MOHOTeHHBIX
HacJeJCcTBeHHbIX 3aboseBannii. Cpean HUX HambGoJsee pacrpo-
cTpaHeHbI Gosie3HH o6MeHa, 9HAOKPUHHEIE, HEBPOJIOTHUYECKHe
3abosieBaHNA, reMorjobMHONATHH, GOJIE3HM MOYeK, JIeTKHX,
COEeIMHUTENbHOM TKaHU, CKeJeTa.

3aboneéanus ¢ aymocomno-0OMUHAHMHBLM MUNOM HA-
cnedosanus cocTaBisAT okoso 60% Bcex MeHAENMUPYHOLIHX
sabosieBanuit. [[y1a aToro TUIa HacJeJOBaHMS XapaKTepPHO:

W saGosieBaHMe MepejaeTcss U3 IOKOJIEHHs B IOKOJIEHHe.
Kaxaerit GonbHOit pebeHOK uMeeT GosibHOro poauTens (Ha-
cJle/loBaHUeE 110 BEPTHUKAJIN);

B TaKk KaK NAaTOJIOTMYeCKMil reH JIOKAJIM3yeTcs B ayTOCO-
Me, OMHAKOBO YacTo GOJIeIOT M MaJbYMKH, H JeBOUKH;

B BepoATHOCTh POXKJAeHHsA GosbHOro pebeHka, ecau GojieH
O/lMH M3 poxuTesei, paBHa 50% .

BoaMOXHBI TaK Ha3blBAeMble «IPONYCKU> B ILOKO
B 9THX cCJIydas roaopmxmﬁﬁlmmﬁoﬂu reHa.
B Takoif cembe § 3aBen e HaHTHQ Ha,

Omcekere £ooy apm ¢HER FBE
VERMEED SHTETA
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uMelOmMuX GOMBHBIX poJuTeNeil U AeTeil, IPU3HAKU 3a60seBa-
HUA OTCYTCTBYIOT. IleHeTpaHTHOCTE — BTO YACTOTA IPOSBIsAe-
mMocTH reHa. Hepegko ayTocoMHO-JOMHUHAHTHOe 3aGoseBaHHe
BADBUPYET IO XapaKTepy M CTelleHH BHIPAYKeHHOCTH, W TOTAa
peub MJIeT O BBICOKOIl MJIM HU3KOM 3KCIIPECCHBHOCTH reHa. Ilo-
HATHUSA «TIeHeTPAHTHOCTb» M «BKCIIPECCUBHOCTh» TeHA BBEIEHbI
H. B. TumogeepriM-PeccoBckum B 1924 r., u 6narogapsa um
0o6bACHAETCA BBICOKMI KJIMHUYECKHH NOJMMOP(U3M MOHO-
reHHBIX 3a6oJieBaHMIA.

Ana aymocomno-peyeccuénozo muna Hacnedosanus
XapaKTepHO:

W GoJyeloT B OCHOBHOM cuGcsl (6paThsi, cecTpel) — geTH de-
HOTUNMYECKH 3OPOBBIX DPOAHMTeNeil, reTepoO3UrOTHBIX HOCH-
TeJlel IATOJIOTUYECKOro reHa (HacjleoBaHHMe IO I'OPH3OHTA-
nm);

B B DPOJIOCJIOBHON HepeAIKO BCTPedalTcsd KPOBHOPOACTBEH-
Hble 6paku;

B B ciyyae TeTepOSUTOTHOTO HOCHUTENBCTBA POAUTENAMH
reHa 6one3Hu poxkmaercs 25% 6OJBHBIX AeTei.

Cyennennwvii ¢ X-xpomocomoil myTe Nepefadyd reHeTHYe-
CKOli MH(pOpPMAIMH OCHOBBIBAETCA HA CJIEAYIOIMX KPUTEPHAX.

1. B cayuae, ecau 60JieH oTel:

W Goje3Hb HHUKOTJA He IepejaeTcs OT OTLA CBIHY (CBIH
nosyyaer X-XpoMOCOMY OT MaTepH);

W Bce Jo4yepH GOJILHOTO OTIA MOJYYAIOT MATOJOrMYECKHI
ren ¢ X-xpomocomoii. OHu GyAyT 60JBHBI IPH JOMHHAHTHOM
X-cuenneHuu U OGyAyT HOcUTeNsAIMH 3aboJieBaAHUSA NIPH pelec-
cUBHOM X-CIeMJIEeHNH.

2. B cnyuae, ecin GosbHA MaTh:

B [oJIOBMHA Jovepeil MaTepH—HOCHTeJNbHHIBI 3aboieBa-
HHUA Takke GyIyT HOCHTeIbHHIAMH IATOJOTHYECKOro reHa;

M pu JOMMHAHTHOM X-CHeIVIEHHH IIOJOBMHA Jodepei
GonbHOM MaTepH Takke 6yaAyT 60JIBHBI;

W npu IoMHHAHTHOM X-cIemJieHHH B 2 pasa gamie 6oJeroT
YKeHINHBI;

~@ CcTeleHb.PHUCKA JJIA ChIHOBeil >KeHI[HHbI — HOCHUTEJb-

HUIBl 3ab6osiepanns (uaum GosJbHON B ciydyae JOMHHAHTHOTO
X-cuennenus) cocraBiasier 50% .
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MYJBbTH®AKTOPHAJBHOE HACJIELOBAHHUE

Bellle Mbl y’Ke HasblBaJu Ipynny 3aboseBaHMit, BO3SHMK-
HOBeHHe KOTODBIX, HECMOTDPs HA BBICOKHIl TeHeTHUeCKMit
BKJIaJ B CBOeil peaii3aliy¥, CYI[eCTBEHHO 3aBHCHT OT BJIMA-
HUI BHelIHe#l cpeibl. VIX Ha3bIBAIOT IO-Pa3HOMY: IOJIHIeH-
Hble, HeMeH/IeJupylolue, MyJIbTH(daKTOpUaIbHble, GoJNe3HU ¢
HacJeJCTBeHHOM IIpeApacIoiokeHHocTbI0. Ilonuzenno Ha-
cnedyemole GoJle3HM PA3BUBAIOTCA B Pe3ysbTaTe CyMMapHOro
(aAAMTUBHOTO) BO3JENUCTBHS MHOYKeCTBa IeHOB Ha Gojbioe
yycao He6JIaronpUATHO BAUSIIOIIMX HA HUX (PAKTOPOB BHEI-
Hell cpeasl. X cymMma (aZAHTHBHOCTB) M OIpefessieT MOJ-
BEPIKEeHHOCTh KOHKDETHOTO YeJoBeKa TOMY HMJIM JPyromy 3a-
6oJIeBaHUIO, TpUYEM 3Ta IOABEPXKEeHHOCTh Oojlee MM MeHee
«HOpPMAJIbHO» paclpefieJieHa B MOMYJISIUU, Korga GOJBIIMH-
CTBO JIIOZE€Hl HMEIOT CpeJHIOI CTeleHb ITOJBEP)KeHHOCTH, a
MeHbIllee Yucso — Jubo HUBKYIO, JIM60 04eHb BBICOKYIO (pHc. 1).

B mnocnexHem ciiyyae IOABeP)KeHHOCTb (PeHeTHYeCKHH
BKJIaJ) MPeBBIIaeT HeKUil YCTAHOBJEHHBIH «IOpOr» A HaH-
Horo 3aboneBanus. I3 aTOro MOYKHO c/eslaTh BBIBOJ, UYTO CTe-
NeHb TOABEP)KEHHOCTH He BCerfa KOpPpeJHUpyeT C CHJIOH
BJIMSAHUSA CPeOBbIX (AKTOPOB PHUCKA: MOXKHO MMETh BBICOKYIO
reHeTHYeCKYIO IMOJBEP)KeHHOCTh M, OKa3aBIIMCh B GJaromnpu-
ATHBIX CPEeJOBBIX YCJIOBUAX, NuGo He 3aboseTs BoBce, JHOO
3aboyleTh B 3pesIo-MpeKJIOHHOM Bo3pacTe. BoaMoxkHa u obpat-
Hasl CUTyanus — paHo 3a6ojeTs.

K wmynsTudakropmansHeiM  3a60JIeBAHUSM ~ OTHOCUTCS
GONIBIIMHCTBO XPOHNYECKUX 3a00JIeBaHUIT B3POCHBIX: NMPAKTH-
YecKH BCs IIATOJIOTHS CepAeYyHO-COCYAMCTOM CHCTeMBbl, OPOH-
XOJIeroYHas IATOJOrus, OOJIe3HN IKeNyJOUYHO-KHUILEeYHOTrOo
TpakTa, ajeprudeckue sabosieBaHUs, TyGepKyses, CHCTEM-
Hble GOJIe3HH COeMHUTENbHOW TKAHHU M Ap. dTa rpymnma 3abo-
neBaHnit umeer obmue npusHaku (IO. E. Benbrumen, 1984;
B. H. Pocrosues, 1986; JI. M. Bensiea, 1990):

B BEICOKAS YACTOTA PACIPOCTPAHEHHUSA B MONYIANMAX;

B HecOOTBETCTBHME 3aKOHOMEPHOCTEeil HacJIeXOBAHHS 3aKO-
HaM Menzens;

M OTHOCHTEJbHO HH3KHH YPOBEeHb CXOXecTH (KOHKOp-
JM@HTHOCTH) 1O KJINHHYECKHM NPOSABJIEHHAM Yy MOHO3HTOTHBIX
6musHenos (60% u HuKe);
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Puc. 1. Pacnpegenenune U 10 TIOA TH
K TPOSBJICHHIO MYJIbTH(GAKTOPHATLHOrO 3a60eBaHHUA:

1 - anopossie; 2 — KpaiiHie BADHAHTHEI HOpPMBI; 3 — cyOKIHHMYe-

ckue Gopmsr 3alo. 44— popMbl

Ocs = mxana TH 3a60-

nepanmo. Och op)uma-r ~ NPOUEHT MHAMBHAOB OOWed MONMyAALHN

N HajluYMe KJIMHUYeCKHX (GopM, oOpasylomMX HemnpephiB-
HBI PAX OT CKPBITHIX CYOKJIMHMYECKMX [0 Pe3KO NposB-
JNA0IMHUXCH;

B pucK pa3BuTHs 3aGoneBaHMs HauGosiee BBICOK y Gim-
JKaWIUX POJACTBEHHHKOB GOJILHOrO M DPe3KO CHMIKaeTcs IO
Mepe OTJaJleHUus POJICTBA;

M B ciydYae HeOZMHAKOBON YaCTOTHI MO MOJY PHCK BhINIE Y
POACTBEHHNKOB GOJIbHBIX, OTHOCAIIMXCHA K MeHee MOPaX<eH-
HOMY TOJIY;

W pHCK Bbllle, ecqiu y mpobaHja 3&60nesanue TnpoTeKaeT B
TsKeNoN dopmMe;

B cTeneHb pUCKAa 3HAYMTEJBHO BO3pPACTAET, eClH GOJbHEI
HECKOJIBKO YJIEHOB CeMbH.

IIpexcraBass cebe obuiue YepThl MOJUIeHHO HAcJeAyeMOro
3ab0JIeBAHHA B KaXK[JO# OTJAeJbHO B3ATON ceMbe, IpaKTHYeC-
KM MOKHO NPOIHO3HPOBATH CTeNeHb PHCKA (BEPOATHOCTB) €ro
PasBUTHA Y JeTeil U BHYKOB.

B mesiom ans pacuera CTeleHH DPHUCKA Da3BHUTHA MYJIbTH-
¢axkTopuasbHbIX 3abosieBaHMil paspaboTaHBl BBICOKOHHGOP-
MaTHBHBIE TEXHOJIOTMH, OCHOBAHHBIE HA HMCIOJb3OBAHHU KOM-
6MHANMH KJHHUKO-TeHeaJOTHYeCKOro M IONyJAIMOHHO-
CTATHCTHYECKOrO METO/I0B Ha ceMeilHoM MaTepHaye. B ocHOBY
pacueTa IIOJIOMKEHbl TeHeTHKO-CTATHCTHYECKHe MaTeMaTHde-
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cKkue Mofienu, Gasupylomuecs Ha pe3yJabTaTaX aHaauda ¢eHo-
THIHYeCKUX NPU3HAKOB (340poB—060JIeH), yueTe reHeTUUecKo-
ro BKJaja (TeHeTHKO-KOPPeIANHOHHbIE METONbI, pacyer dHc-
Jla OCHOBHBIX I'eHOB, K02 dHUIMeHT HacIeLyeMOCTH) U oTGope
MapKepHOro mpocrpaHcTBa ((peHOTHIHUecKHe NPU3HAKH 6o-
JIe3HH, WMeIoIIue BLICOKHI K03(dHUIMeHT HacJeTyeMOCTH) C
MOCJIe[YIONUM TeHeTHKO-KJIaCTePHBIM aHAJM30M HMCCleoBa-
HUA JJIA co3faHUA HeHOTHIIMYECKOU MOJeNH MPOTHO3a U IH-
arsosa (B. M. Tmmgunuc, 1978; B. H. PocroBues, 1988;
JI. M. Bensesa, 1990 u gp.).

HMMYHOTEHETHKA, EE POJIb B PASBUTHH
MYJbTA®AKTOPHUAJILHEIX 3ABOJIEBAHUH

W3BecTHO, 9TO KaXKABIH 4YeJOBEeK IIy00KO MHAMBHAyalleH
0o CBOMM GHOJIOTMYeCKMM NpuU3HakaM. KpymHeHIIMM JOCTH-
JKeHHeM IeHeTHKH 4YeJioBeKa fABJIAETCA yCTAHOBJIEHHE CHCTeM
c6aJlaHCUPOBAHHOTrO IMOJMMOpdHU3Ma 10 GHOJOTHYECKUM, HM-
MYHOJIOTHYECKMM M APYrHM (PU3HOJIOrHYECKUM IPU3HAKAM.
IlonuMopduaM y 4yesoBeKa BecbMa OOIIMpPEH. DBOJIONHMOHHOM
OCHOBOM BO3HMKHOBEHHS MOJUMOpPDU3MaA SABJIAETCA BBHICO-
Yaifias IpuUcCIocoOUTeTbHAS LEHHOCTh ONpeNesIeHHBIX coue-
TAHNN HACJIEACTBEeHHBIX NpH3HaKoB. OXHAKO B MOJHOM COOT-
BETCTBUM C 3aKOHAMH MONYJALMOHHOH TeHeTHKH HApPANY ¢
XOpOILIO MNPHUCIOCOGIEeHHBIMU 00A3aTebHO HOABJIAIOTCA HH-
AMBHABI ¢ «HEOJIArONpPUSATHBIMH» COYETAHHUSIMH HACJEACT-
BeHHBIX (akTopoB. OHM U COCTABJIAIOT TPyNOy JHI C Ha-
CJIeZICTBEHHOI TpeApaclooKeHHOCThI0. JTH «Hebiaromnpu-
ATHBIe» coueTaHUs (MaJible HedeKThI) MOTYT KacaTbCs JIIO-
60l GU3HONIOrNYECKOH CHCTEeMbl OpraHuama. 3a MocJegHUe
roZibl yYeHBIMH M NPAKTHKAMHM HAKONJIeH GOJIbIION MaTepH-
aJ, JOKAa3bIBAIOIIMN acCONHMATHBHYIO CBSA3b HEKOTODPBIX IIO-
JIMTeHHO HacJieflyeMbIX 3abojieBaHMil ¢ rpynmoil KpoBH (mo
cucreme ABO, Rh-¢akropy), ¢ rantorsobuHamu, ¢ aHTHTre-
HaMH cucTeMbl rucrocoBMectumoctd (HLA - Hyman
Leukocyti Antigens). Hanpumep, cpeam 6Goapubix ¢ AT
GonpmuHCTBO MMetoT rpynny kpoBu A(II) (u I Tunm ramro-
rinobuna), a y crpagalomux HMBC npeo6nagaer I(0) rpynma
kpoBH (JI. M. Bensiesa, 1990).
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B mocrnexgHee JecsATHeTHe BO3pOC HMHTEPEC K CHCTeMe
HLA. Cpean peBMaTH4YeCKMX, XPOHUYECKUX MOYEUHBIX M JKe-
JIyAOYHO-KHUIeYHbIX 3a60JieBaHM, MOXKaJNy#, ceifyac HeT HHU
OflHON M3 Ho3oJiornyeckux ¢opmMm, Koropas 6bl He CBA3LIBA-
Jachk B TOH MJIM MHOU CTeleHH ¢ aHTUreHamu cucreMbl HLA.
IToaToMy cuuTaeM IeJecoOGPa3HBIM OCTAHOBUTBCS HA OCHOB-
HBIX TeHeTHYeCKHX MO3UIUAX 3TOTO ACHEeKTa.

Hmmynozenemuka kKak Hayka obpeja IpaBo Ha cCaMo-
CTOATEJILHOCTH TOCJe OTKPBITHSA Yy YeJoBeKa aHTUTeHHOU CHC-
TeMbl rucrocomectTumocTtu (HLA).

ITonHBIM XOZOM pa3BHBaeTCsi y4YeHHe O CHCTeMe TIeHOB,
KOHTPOJIMPYIOTUX cuHTe3 aHTUreHoB HLA, a Hanudme acco-
nUaTHBHON cBA3M aHTUreHoB HLA ¢ myabTHdakTOpHaIbHBI-
MU GOJIeBHAMH OTKpBIBAeT IMepPCHeKTHBY JABOWHOrO IUIaHAa:
YTOUYHSET MapKepHOe IPOCTPAHCTBO ATHUX 3abojieBaHHUU H IO-
3BoJisieT pa3pabaThIBATh Mephbl IEPBHYHOIO MX IPOrHO3a.

VYcraHoBiieHO, uTo aHTHreHbl HLA 4esoBeka y4acTBYIOT He
TOJIbKO B MMMYHOJIOTHYECKHMX PeaKIHsAX, HO M B IeJIOM psfe
(M3HOIOrHYeCKUX IIPOIEeCcCOoB: B MPOAYKIMH TOPMOHOB, MH-
rpanuu KJeToK, crapeHnn. OHH SKCIPecCHPOBaHbI HE TOJBKO
Ha HMMMYHOKOMIIETeHTHBIX, HO M Ha APYrHX KJIeTKaxX opra-
HHU3Ma, o0O0ycJoBAMBasg HWHANBHAYAJIbHOCTh 4YeJOBEeKa, dYTO
BeCbMa I[eHHO JUIA TPAHCIJIAHTAIIMOHHON MeXUIIMHBI.

B Hacrosilee BpeMsi B OCHOBHOM 3aKOHYEHO KapTHPOBaHHE
reHoB cucrembl HLA, koropas Jokanuayerci HA KOPOTKOM
nyede crnpaBa oT IeHTpoMepbl VI ayTocoMHOH XpOMOCOMEI.
I'naBHas ocobenHoctsh cucreMbl HLA — 3To BHICOKHI ee Io-
JUMOpPGU3M.

Komurerom BO3 (1984) npusHaHBI cleAyOIIHe JOKYCHI
cucrembl HLA:

A (23 anrurena); B (49); C (8); DR (16); D (19);
DQ (3); DP (6).

Tensl, kKojgupylolue aHTUreHsl cucrembl HLA, mpuHSTO
fennTh Ha Tpu Kuacca. K I knacey orHocsT Jokycn A, B, C,
ko II — sokyce! crpyktypsl D (DR, DP, DQ), k III — sloKkychI
nponepAHHOBOro (akTopa, psja KOMIOHEHTOB KOMIIJIEMeHTa
(Cs, Cya0)-

Wsyuenue aHtureHoB cucremsl HLA mnpopoimxkaercs. 9To
[o3BoJIsieT AOKA3aTh Yy pPAJA AHTUIEHOB MX IeTepPOreHHOCTb.
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Tak, Hanpumep, B Jokyce — B27 BelsiBIeHO 9 THUMOB aHTH-
TeHOB. X

Kax usBectHo, B27 sABnserca MapKepoM CIOHJMJIOAPTPH-
Ta. He MCKJIOUEHO, YTO KJIMHHYECKAs FeTepOreHHOCTb BTOTO
3abosleBaHUA — Pe3yJILTAT aHTUIeHHOro mosmmopduama B27 (!).

Jlns nydmiero MOHMMAaHMs CYIIHOCTH AHTHTEHOB CHCTEMBI
HLA ciexyer ynoMaHyTh 06 UX GMOXMMHYECKOH CTPYKType,
KoTopasi MMeeT CXOXHbIe YepThl CO CTPYKTYPOH UMMYHOIJIO-
GyJIMHOB M OTJIMYAeTCsH JIMIIb IOCJIefOBATEIbHOCTHIO aMHHO-
KHCJIOTHBIX [eNOoYeK, YTO M OmpefeiseT HHAUBUAYAIb-
HYI0 OPHWHAJJIEKHOCTh Ka)kKHoro aHTHUreHa cucreMsl HLA
(. B. Credparu, 0. E. Benprumes, 1996). Buonorunueckas
(yHKuMA aHTUreHOB cucTeMbl HLA 3akiiouaeTcss B TOM, 4TO
OHH TIJIABHBIM 06pasoM BHICTYNAIOT B KadecTBe PeLeNTOPOB
JIA 9y’KePOAHBIX aHTHIeHOB, TAK)Ke MMEIOIINX CBOI CHCTe-
my HLA: npu HecXo)XeCTH Yy’KOW aHTHIeH «PACIO3HAIOT», a
NPH «CXOXKeCTH» AHTUIeH OCTAETCH «Hey3HAaBAeMbIM». JTOT
¢eHOMEeH «JIBOWHOrO pacno3HABAHHS» YPE3BBLIYAHHO BajXKeH
A7f TOHMMAHUA MeXaHHM3MOB B3aNlycKa pAasjMYHbIX THIIOB
(cueHapueB) UMMyHHOro oTBeTa (pU3HOJIOrMUYECKHe, ayTOUM-
MYHHBIE U Jpyrue HMMYHOIIATOJIOTHYECKHe).

ITenecoobpasno ocBeTHThb cBsA3b cucTembl HLA u 3abose-
Baumii. JI. B. Credpann n 0. E. Benvrumes (1996) B kuure
«MIMMyHOJIOTMSI M MMMYHONATOJNIOIHS JETCKOTO BO3pacTra»
yaenunu Gojbllloe BHMMaHUe 3Toi mpobieme. Kak ormeuaior
aBTOpBI, cBA3L cucTeMbl HLA c¢ 3aboneBaHMAMM cTanu H3y-
yath ¢ KoHma 70-x rogoB XX B. L. Lamm (1979) Bwigenun
Ba BHJA ACCOIMANMII: MeHEeTHUYECKYIO AeTepPMHUHHPOBAHHOCTH
M reHeTHMYecKylo acconuanuio. IlepBas mpegycMaTpuBaeT Hc-
THHHOE CIellJIeHHe «IIaTOJIOMYecKOoro reHa» ¢ aHTUreHaAMU
cucrembl HLA. B aT0if cuTyanun «maTosioruyeckuii ren» 6y-
JleT KaXKIbli pas3 mepejaBaThCsi 110 HACJIEACTBY BMecTe C TeM
MM HMHBIM JIOKycom cucreMbl HLA. OpHako aro siBreHue
BCTPeYaeTcsi AOCTATOYHO PeAKO (ZOKA3aHO JMIIb JJIs Hexoc-
rTarouHocT Cy-, Cg- u Cy-ppaknuit KoMmniaemesTa).

Kak nokassiBaer npakTuka, cBssb cucrembl HLA u 3a6o-
JIleBaHMH wyalle mposiBisfeTcs B BuAe acconumanuii. Ha sror
CYeT NPeJJIOKeHO HeCKOJbKO rumored. COrjacHo «penenTop-
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HOIi» ruUmorese, mpeAJaraeTcs paccMaTpuBaTh aHTATeHBI HLA
B KauecTBe PeleNTOPOB, K KOTOPEIM IPUKPENJAIOTCA BUPYCHI,
yro obsieryaeT NPOHUKHOBEHHE MX B KJETKY M HHHUIHAIWIO
MMM B Heif IaTOJIOTMYECKOTro mpoIecca.

UHTepec mpejcTaBiseT M'MNOTe3a «MOJIEKYJIAPHOH MHUMMUK-
puM», KOTOpasi OCHOBaHA HA CTPYKTYPHOM CXOJCTBE CHCTEMBI
HLA wuenoseka u anTureHoB HLA psga Gose3HeTBOPHBIX
MHUKPOGOB M BHpycoB. BeieZicTBHe 5TOro OpraHM3M, BOCIDH-
HUMas yKasaHHbIe aHTUTeHbl KAK CBOHM, He 3aIlycKaeT MeXa-
HU3MBEI 00e3Bpe)XMBAHUS, T. €. OCTAETCA TOJEPAHTHBIM K
HuUM. J{JIMTeJIbHBIA IepUOJ BpeMeHH TaKHe «He DAacCIO3HAaH-
Hble» Cpa3y aHTHIeHbl MOTYT CIIOKOHHO HAXOAUTHCA B Opra-
HU3Me, HO NMOCKOJbKY BHPYCHI MJIH MHUKDPOOBI CIIOCOGHEI B Ka-
KHX-TO CHTyanusax (BosfelicTBHe BHEIIHUX (AKTOPOB, MOMYT-
Hoe 3abojleBaHMe M M3MEHEeHHe MMMYHOJIOTMYECKOro OKpyiKe-
HUA U T. A.) H3MEHATh CTPYKTYPy CBOMX AHTHIeHOB, IlOCJe
9TOro OHHM PACIO3HAIOTCS B OPraHM3Me Kak dy)>KepogHble U
MHAYLUPYIOT ayTOMMMYHHBII Ipomecc.

OTa rumoresa, BO-NEPBBIX, NO3BOJIAET MOHATH (PeHOMEHEI
«IIepCHCTHPYIOIUX BHPYCHBIX T€HOMOB», & BO-BTODPBIX — 00b-
ACHUTH ydyacTHe aHTHUreHoB cucTeMbl HLA B MexaHuM3Me pea-
JIM3AalUU MMMYHONATOJOTHYeCKHX 3aboJieBaHMi, TpHUYeM IOJIH-
MopdM3M AHTHIEHHOTO COCTaBA BIOJIHE MOX<eT ObITh COMOCTaB-
JIeH ¢ reTepOTPONHOCTBHIO MOBPeXAaeMBIX CTPYKTYP OPraHH3Ma.
BeposiTHO, 3TO JaeT BO3MOXKHOCTh OOBACHUTHL HAJIHYHe IeJIOro
paga antureHoB HLA mpn cHCTeMHBIX 3a60/IeBAHMAX COeMHH-
TeJIbHOI TKAHM, a NpH Haubosee TAXeNBIX KJIMHUYECKHX HX
BApMAHTAX C CHCTeMHBIMH BACKYJHTAMM dYalle BBISABJIAETCH
coueranue anturenoB HLA I u II knaccoB (npu CKB, Tsaxe-
nb1x hopmax IOPA, Tsxkensix HedpomaTusax).

B sakjioueHue cleAyeT CKasaTh, 4TO AalbHeifimee riy6o-
Koe MHAMBHAYaJIM3HPOBAHHOe M3y4YeHHWe M pacmudpoBKa aH-
TureHoB cucremsl HLA, a Tak)Ke accoManuH ee aHTHUIE€HOB C
pasnMuHBIMH 3a60JeBAaHUAMH YeJIOBeKa MO3BOJAT MepedTH Ha
HOBBIN ypOBeHb JMATHOCTHKH, JIeUeHHd, a IJIaBHOe — IPOTHO-
3a M NMepBUYHON NPOQHMIAKTHKU LeJIOro psAfa KpaiiHe TaAXe-
JIBIX XPOHMYECKHUX MPOLeCCOB y JeTeif: B MepPBYIO ouepeib 3TO
peBMaTosiornyeckue, HedpoJornyeckne, TreMaTOOHKOIPOJIH-
deparuBHble 3a60IeBaHUA.
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METO/JbI TUATHOCTHKH HACJIEACTBEHHBIX
BOJIEBHEH

JduarnocTuka Hacle[CTBeHHBIX GoJle3Heil OCHOBBIBaeTCA Ha
JAAHHBIX, MOJYYeHHBIX KJIHHUYECKHMMH, NapaKINHUYECKUMH
M CIenuajbHbBIMU FeHeTHYeCKUMH MEeTOaMH.

Knunukxo-zeneanozuweckuii memod — aro mMerox cbopa u
aHAJNIU3a POAOCJIOBHBIX C M3yYeHHMEeM KJIHWHHUYECKUX NpOsSBIIe-
HUI NATOJIOTHYECKUX COCTOAHUMN B ceMbe. UeM GoJbIlle MOKO-
JIeHUii poaHATM3UPOBaHO, TeM Gosbiuell WH(popManueil pac-
mnojiaraeTt Bpad.

HacnencrBenHble GoNe3HH O cBoelf HpHUpOJe SBIAITCS
XPOHMYECKNMHU, IMO3TOMY PeNMANBUDYIOLIME, AJTUTENIbHO He
nojnalIIecs JeueHUI0 3a60/eBaHUS Y JeTeil 4acTO OTHOCHT-
CA K HACJIe/[[CTBEHHBIM.

Tax HasplBaeMble QHMCNIAa3UU (CTUIMBI) Pa3BUTHA y AeTeil
CBH/IETEJILCTBYIOT O BPOXKAEHHOM XapaKTepe 3aGoseBaHHA, a
SHAYMT, MALMEeHThl HYKAAIOTCA B CHENHAJIH3UPOBAHHOM Me-
JAUKO-TeHeTUYeCKOM 0GC/IeJOBAHUH.

IIpuBoaMM mepeyeHb OCHOBHBIX CTHI'M PA3BUTHS:

W HeobbruHasA Qopma uepema (gosmxouedanus, Gpaxuie-
danus, naarnouedanus u . 1.);

W cBoeoOpasHOe JMIO («ITHYBE», «KYKOJBHOE», OJIMIO-
MHMUYHOE H Jp.);

W SIUKAaHT;

N THIePTeJOPH3M, T'UIOTES0PU3M;

M ce/UIOBHAHBIMA HOC;

W aHOMaJNM NpPHKyca (PeTPOrHATHs, MPOTHATHSA, MHKPO-
TPHATHUSA, IPOreHUs, MUKPOTeHUA);

B AHOMAJNHHU YIUHBIX PAKOBMH (CKPYYeHHBIH 3aBHTOK, BBI-
CTYNAIMKi NPOTHBO3ABUTOK, MaJleHbKash MOUKA, Ipeaypu-
KyJsfpHAs MOYKa W Ap.);

B aHomManus riad (Mukpodransm, Gredapodumos, nTos,
TeTepOXPOMUSA PAafyIKKH, KoJoGOMa PalgysKKH M Ap.);

B HenpaBHJBHBIH pocT 3y60B;

W 3y6Has auacTema;

W BBICOKOE MJIM KOPOTKOe HeGo, pasjBoeHHe MATKOro Heba;

B DasJBOEHHBIN S3BIK;

B KOpOTKad Iues;
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W nrepuruyM (KpbUIOBHAHASA CKJIAAKA IIEH);

W MuxpoMmesus (KOPOTKHE PYKH);

B aHOMAJIMM KUCTH, HajibleB (KOPOTKHMl MM3MHeN, HC-
KpHBJIeHUe TasbleB, 4-if maner Kopoue 2-ro, momepevHas Ja-
JOHHAA CKJAAKA, ApaXHOAAKTHIHA, OpaXxHMAaKTHUIUS, MOJH-
JAKTHINA, CHHAAKTUINSA, KINHOJAKTHIINA);

W qucTpodus Horreil;

® jedopmManus MO3BOHOYHMKA, TPYAHOH KJIETKH;

N aHOMAJIMM CTOIBI;

M aHOMAJIMM MOUeNoJIOBBIX OpPraHoB (KPHUITOPXHM3M, TH-
nocnajgus, Hef[OPa3BUTHE U JP.).

O HacjeacTBeHHOM 3a060JieBaHMM MOXKHO AyMaTh M B TeX
cly4yasix, Korga O00Je3Hb HMeeT BPOXKIEHHBIH XapaKTep.
IIpuMepaMu BpPOXK/JeHHBIX HACJeJICTBEHHBIX Gose3neil ABIA-
J0TCA MHOTHMeE ayTOCOMHbIe ¥ XPOMOCOMHBIe Gosle3Hu.

K yumozenemuueckum memodam obcnedosanus OTHO-
cATCs McciefoBaHHEe XPOMOCOM HA CTaguy MeTadassl MHTO3a
IS onpejeieHUsl KADHOTHIA.

Buoxumuveckue memodsv. uccnedosanus NPUMeHSIOTCA
B ciydasX TOJO3PeHMs Ha HacJefcTBeHHBle GosesHH obMeHa
BellecTB, Ha Te (OPMbI, IPH KOTOPBIX TOYHO YCTaHOBJEH Je-
(eKT MepBHYHOro reHHOTo MPOAYKTA WM IaTOreHeTHYecKoe
3BeHO GoseaHu.

Monexynapno-zenemuyeckue Memods. OCHOBAHBI Ha
TexHosoruax [JHK-anarsocTuku.

Ocnosnbie nokasanus 0na meduko-zenemu1eckozo KOH-
CYnLMUPOBAHUR:

B poskJeHue peGeHKA ¢ BPOXKIEHHBIM MOPOKOM Pa3BUTHSA;

M ycTaHOBJIEHHAas MJIM IIOfo3peBaeMasl HACJIeJCTBeHHAA
60J1e3Hb B CeMbe B IIIMPOKOM CMbICJIe CJIOBA;

W 3ajep)kKa (HU3NUECKOro Pa3BUTUS HMJIH YMCTBeHHad OT-
crajsocTs y peGeHKa;

M NOBTOpHBbIe CIHOHTAHHBIe AGOPTHI, BHIKHABIIIM, MepTBO-
POXKJAECHUSA;

B 61M3KOpOJCTBeHHbIe GpaKku;

W Bo3jeiicTBMe MOJ03peBaeMbIX Ha TePATOreHHOCTh HJIH
H3BECTHBIX TEPATOTEHOB B IepBble 3 MecAna GepeMeHHOCTH;

® HeGiaromosydHoe nporexkanne 6epeMeHHOCTH.
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B npunnune kaxpas cynpyykeckas mapa JOJ)KHa IPOHTH
MeJMKO-TeHeTHYeCKOoe KOHCYJbTHPOBaHHe X0 IJIAHUPOBAHUSA
JeTopoKaeHus (MPOCIEKTHBHO) W Ge3ycJIOBHO IIOCe pOKIe-
HuA GoapHOro pebeHKa (PeTPOCIEKTHBHO).

Me!l He ocTaHABIMBAJIMCH Ha BOMpocax chenudUUecKOi
AMArHOCTHKH HACJIe[[CTBEHHBIX O6oJle3Helf, IIOCKOJBKY IIpak-
TUKYIOLIUM BpayaM Ba)kHee 3HATh, KAK 3alOJO3PUThH HACJeN-
CTBeHHYIO 60JIe3HB, UTOGBI CBOEBPEMEHHO HANPABHTDH IAI[HeH-
Ta (CeMbl0) B MEIMKO-TeHEeTUYeCKYI0 KOHCYJIbTAIHIO.

IIpu guarHocTHKe MHOrMX 3aboJieBaHMI, 0coGeHHO npore-
KAMOUX C CHCTEeMHBIMM TIOpa’KeHUSIMU COeQMHHTeIbHOMH
TKaHH, OIOPHO-ABUraTeJbHOrO Aamnapara, BpayaM Hepexko
TPYAHO ONpPeJeJUTh BPOXKJeHHas NMaTOJOTUs Y 6OJBHOTO MU
(1) HaciencTBeHHas. B cBA3M ¢ 3THM IPMBOLMM OIMCAHHE
PARa TeHeTHYECKUX CHHAPOMOB ¢ (eHOTHNHYECKUMH IIpH-
3HAKAMM MOPaYKeHUs CepJeYHO-COCYAUCTOM CHCTEMbI, COeLU-
HUTeJbHOH TKAHM M CKeJseTa.

TEHETHYECKHE CHHIPOMBI
AanGepe-lllenGepra cHHAPOM — reHepaJH30BAHHBIN M-

(bysHBI  OCTEOCKJIEPO3 (ayTOCOMHO-pelleCCHBHOE HACJeL0Ba-
HUe). XapaKTepHbl XPYNKOCTh KOCTel, yBeJHMYeHHe MeUeHH U
cesedeHKH. Ha peHTreHorpaMMe opefesisiloTCs «MpAMODHbIe»
KocTH (CKJepo3 Beex Kocreit). Habmiogatores samepikka pocra,
PaccTpoicTBa NMOXOAKH. B OTAENbHBIX ciydYasx BBIABIAETCA
aTpodus 3puTesbHOro HepBa. OTMeualOTCH TEHAGHIMA K OC-
TEOMHeJIUTY, YCHIeHHOMY KapHecy 3y60B; HepeaKo — KaJIbIlH-
HO3 BHYTPEHHHUX OPraHOB; aHeMMsd, celcuc, TeTaHUA. OBbLIYHO
MMeeT MecTO CMepTeJbHBIN MCXOX B ZeTcKoM Boapacre. Omn-
CAHA TaKKe opMa ¢ ayTOCOMHO-ZOMHHAHTHBIM HACJIELOBAHM-
€M, OTJIMYAIOLAsCH OTHOCHTENILHO GIaronpUsATHBIM TeUeHHEeM.

Barapra—Illepepa—9mmreiina CHHAPOM — Pa3HOBHUJHOCTH
9CCeHUMAJBHBIX PACCTPOHCTB XOJIECTEPHHOBOrO OOMeHa ce-
MelfHOro XapakTepa (ayTOCOMHO-peLeccHBHOe HacJieJoBaHUe).
XapakTepHBI HMOELMIBHOCTB, CyXas »KeAToBATAT KOKA
TPEeIIMHAMH, KCAHTeJa3Mbl IJIAa3HBIX BeK, MHOYKeCTBeHHbIe
KCAHTOMBI H& KOXKe M B CYXOXKHMJIMAX HMXKHUX KOHEUHOCTeil,
AMCTPOQUSA BOJNOC, I'MIOTeHHTAINIM, npesxkJeBpeMeHHOe BbI-
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nafienue 3y60B, ABYCTOPOHHAA IOBeHWJIbHAs KaTapakTa, MeJ-
JIeHHO TMporpeccupylomuil 6yapbapHbIil Mapajny, OCTEONOpoa3,
Ku]OCKONMO3; paHHee pa3BUTHe MHIIeMUYecKol GosesHH
cepaua ¢ MHGApKTOM MUOKap/a.

BicHKe CHHIpOM — HapylleHWe Da3BUTHA 3aJHeld dacTH
nsTouHoi#t KocTH. IIpusHaku O6OJIE3HM MOABIAIOTCA IOCIe
10 sieT; XapaKTepHBI PasJU4HOl cTeleHU GOJE3HEHHOCTH NPH
majabmalMy NATOYHON KoCTH; GoJle3HeHHOe NpHUIyXaHHe Ha
MecTe NMPUKPeNJIeHUs aXMJJIOBA CYXOXKHWJIMA, e Ha PeHTre-
HOrpAMMe 4aCTO BBIIBJSIOTCS o4arW OOBI3BecTBIeHUs (dJe-
MeHTHI KOCTHOM TKaHH).

Baoxa—CyaenGeprepa CMHAPOM — codeTaHHe IUIMEHTHO-
ro epMaTo3a ¢ BPOXKAEHHBIMH AaHOMANUAMH (ZOMHHAHTHOE,
cuenseHHoe ¢ X-XxpomocoMoii HaciexoBaHme). Ha GokoBbIx
NOBEPXHOCTAX TYJIOBHINA, NJed U Gefep MOABIAIOTCA IPA3IHO-
KOpHUHeBAThbIe MHTMeHTHpOBaHHbIe (OGBIYHO CHMMeTPUUHbIE)
KOJKHble MATHA pasHoil BeJnduHbl. Hepeako murMeHTanus
HauMHaeTcsl ¢ OyJJIe3HOW MM BeppyKO3HO# chimu. MHTeH-
CHBHOCTbH MHUIMEHTAIMHM cO BpeMeHeM yMeHbIIaeTcs. dacTo
[IpHCOeMHAIOTCA APYTHe AHOMAJIHMHK: aJloNenus, AUCTPOopHsA
HorTeif, nedekTsl 3y6oB, Kocoriasue, BPOXKAEHHbIe IIOMYTHe-
HHMs DOrOBMILI M XPYCTaJIMKa, MuKpomedanus, onurodppe-
HMS, TMPCYTH3M, BPOXKJEHHbIH BRIBHX Ta3obeJpeHHOro cycTa-
Ba. BoJIeOT TOJNBKO YKEHIHHBI.

Borapra—0se cMHIpPOM — BPOX/eHHasd KOMIUIEKCHAS Me-
309KTO/epMAJIbHAS ANCINIasusa (ayTecOMHO-pellecCHBHOe Ha-
cnenoBanue). Bose3Hb NMposBNseTcA € TPeThero roja XH3HH.
XapakTepHbl OGIIKIT KepaTo3, AUCTPOdHUsA HOITel, YKOpOUYeH-
Hble KOHEYHOCTH; AKpAJbHBIe HApyIIeHHs KpoBooOGpamieHHd,
AKpOIMAHO3, MepudepudecKHil MyJabc He IPOIIYNLIBAETCH;
MMCIJIA3UA JHMNA; [UIOCKHI HOCc, aCHMMeTPHs JHIa, MajeHb-
KHii Tmon60pOAOK; NpHpOCIIMe YIIHBIE MOYKH, THIONIA3HS
pecuuy, u OpoBeii, IHIePTeJOPH3M; MHONHS, ACTUTMATHU3M,
UMBeLHIBHOCTD, HHOT/Ia FreHepaJHu30BaHHbIH 0CTEOnopos.

Bpeitacdhopara—Mopkue cuHAPOM — PaSHOBHAHOCTH HAa-
cJlelCTBEHHBIX  MYKOIOJIMCAXapuio30B  (ayTOCOMHO-pellec-
cuBHOe HaciefoBaHKe). XapaKTepeH AMCIPONOPIHOHATBHBIN
HUSBKMI MJIM KapJMKOBBIA pocT. CHMITOMBI Pa3BHUBAIOTCA
eme BHYTpuyTpo6HO. ITo3qHee HeJOCTATOYHO pPA3BUBAETCH H
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pacmiupsieTcsi, a 3aTeM pacnajgaeTcs 3NHUMU3APHBIA XpPANI;
MeTadu3bl CTAaHOBATCA Gojlee IMMPOKMMH M KOPOTKHMH; Teja
NO3BOHKOB cIUIOIuBapTess. HabmogaloTes KopoTKas Ies,
KOpOTKas Tajaus, KypuHas rpyAb, Kudo3, KudocKoanos, yac-
10 X-0o6pasHble HOTM, IUJIOCKOcTOmue. WHTeNNIeKT OGBIYHO
HopMaJsbHBIH. OTMedaercsi mopa)keHue 3yGHO#M omanu. I'eHe-
THYeCKU# JedeKT 3aKI0YaeTcss B HAKOIJIEHUH IOBBIIIEHHOTIO
KOJINYecTBa MYKOIOJMCAXapPHAOB B COeJUHMUTENbHON TKAHU U
B BBIJeJIeHUH OOJBIIMX KOJMYECTB KepaTaH- M JepMaTaH-
cynbdara ¢ Modoi (He Bcerga).

Bymxe—Onnennopdd curgpom — peaxas dopMa KOHCTH-
TYIUOHAJIBHONX aHOMAJIMU — KOMOMHAIMA AUCCEMHHUPOBAH-
HOro JIGHTHKYJAPHOro AepMaTodubpos3a ¢ OCTEONOMKHJIMei.
IloaBnsieTcss MenKas, jXKeJToBaTas, OBaJbHOH (POPMBI, peslb-
edHAsA, CHUMMETPHYHO pACIIOJIOXKeHHAs CbINlb, IPEeMMYIecT-
BEHHO Ha KOJ)Ke CIIMHBI, BepXHell YacTH >XMBOTa, 3aThIJIKA,
mJevyeBOi M NMOSICHUYHOM obiacreii. PeHTreHosornyecku om-
pefleNIAI0TCA TIJIOTHBIE paccesiHHbIe o4arm B KocTAX (ocTeo-
moiikunusa). IlopaXkaloTcAd IpPeMMYIIeCTBEHHO 3alsCTHEIe,
NpeAnIOCHeBble KOCTH M aJaHTH, 5MH- U MeTadu3bl AJITHH-
HBIX KocTeif, KocTH Tasa. M asobbl, KaKk HOPaBHJIO, OTCYTCT-
BYIOT, TepesioMbl He Habiiofnaloresa. Hepenko ormeualores ro-
Jny6ble ckiephl, osteogenesis imperfecta, ge6uasHOCTBH, CYHIO-
POKHBIE IPUIALKH.

Bokynna—9iirepa cuHApoM — pejpkas ¢opma ceMeHHOM
reHepaJM30BAHHON OCTEONATHHM ¢ KOPTHKAJIBHLIM I'MIIEPOCTO-
30M (ayTOCOMHO-pellecCHBHOE HacjefoBaHMe). BojesHs mpo-
ABJIleTCA B paHHeM JeTcTBe. XapaKTepPHBI 3aJiepP)KKa pas3BH-
THS CTATMKU C MCKPHUBJIEHMAMH HOT, BBIDaXKeHHas JIOMKOCTb
Kocreit. HaunHas ¢ TpeThero roja >XKM3HH PasBHUBaeTCs BbIpa-
JKeHHBI# runepocros uepema. WHorxa ormeuaioTess 60Jb, TO-
BBILIIEHHEe TeMIlepaTyphl Teja, JereHepanus ceTYaTKH Iviasa. B
KPOBM OIpe/ieNIAI0OTCA NMOBLIIIEHHe YPOBHA KHUCJION M IIeJOYHOM
docharas u JTeHNMHAMHHONENTHIASHI; JIeHKOIUTO3, THIIO-
XPOMHas aHeMHsd. B KOCTHOM MO3ry BhIfIBJISeTCS IMIepIIasus
ocreobiactos. Ha peHTrenorpamme oGHapy»KHBaeTcsi yTOJIIe-
HHe IOYTH BCeX KOCTelf ¢ KAPTHHOM ocTeonoposa.

Bioprepa—I'pioTua CcHHAPOM — HMAMONATHYECKHI JINIOU-
103 (ayTOCOMHO-pelecCUBHOe HacJeAoBaHHe). BoJsesHb npo-
fABJISIETCS B 3pesioM Bo3pacTe. XapaKTePHbl MHOXeCTBeHHBIe
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KCAHTOMBI CJM3UCTHIX 060JI04eK U KOKHU (MpenMyIecTBeHHO
JINIA ¥ KOHEeYHOCTel), 4acTO remaTo- ¥ CIJIECHOMErajJud; CHM-
nromsl BeinageHus ¢yakuuit IITHC, uyBcTBO Kapa B Horax;
npuctynel 6oaM B JKMBOTe; NMAHKPEATHT C THIOIJIMKeMuei,
rUnepJnNeMUyecKasi ChIBOPOTKA KPOBHM, HMMeloINas BHJL Mo-
JIOKA, MUIepxojiecTepuHeMHs.

Ban-/lep-XyBe cuUHIPOM — HaclleficTBeHHas GosesHb (ayTo-
COMHO-JOMMHAHTHOe HacJefoBaHHe). XapaKTepHa TpHaja
CUMITOMOB: 1) XpYNKOCTh KOCTeil, He3HAYHTebHble TPABMEI
00yCJIOBJIMBAIOT UX IMEPeJIOMbI («CTEeKJSHHBINA 4YeJloBeK»), KO-
TOpble IIJIOXO cpacraioTcs, obpasyda AedopManmuu KocTei;
2) rony6ble cKJiephbl; 3) MOHHXKEHUE clyXa, KaK IPU OTOCKJe-
pose. Bose3us nposiBisiercsi o6bI4HO Y mogpocTKoB. Bapa6an-
Hble NepelNoHKH cHHeBaThl. Hepeako HabGmiogaioTcs AMcIIa-
3Ms M 3amo3ajajioe NpopeabiBaHHe 3yGOB, IepepacTAXKHUMOCTH
cycTaBoB. PeHTreHoJIorn4ecKH OIpefesIAIOTCA THIOCTO3, HC-
KPHUBJIEHUSI KocTeil, MHOXXecTBeHHBIe IiepesoMbl. CpaBHH-
TeJIbHO pelko KOMOMHMpYyeTcA ¢ IBETHOH CJIeNOoTOH, CHHAAK-
THJIMell, apaXHOAAKTHIIHeH, «BoJYbell NacThlo» M «3addbeil
ry6oii», nporpeccCMBHOI MbIlIeYHOW AUcTpodHei, reMobuIn-
eil u snuniencueil. IIporHo3 OTHOCHTEJNBHO 6JIATOIPHATHBIMA.
IlocJie 3aBepiIeHUs POCTa XPYNKOCTh KOCTell yMeHbIIaeTCH.

I’'npke cMHAPOM — BapMaHT HAcJIe[ICTBEHHOIO IJIMKOreHO3a
(ayTocoMHO-peliecCHBHOe HacJiefoBaHMe). XapaKTepHBI Ma-
JIblit pocT (neveHOYHBIH HHGAHTHIN3M), YBeJHYeHHBIN JKABOT
(M3-3a pe3Ko yBeJIMYEeHHOH NeyeHM); cesle3eHKA He NMPOLYIbI-
paercs. OTMeualOTCs NPHCTYNBI OyJIUMHH C THIONTHKeMHeH H
KoJlJIalicoM, KeToHeMusi. Pe3Ko MOoBbIIIeHA YYBCTBHTEJIbHOCTh
K MHCYJIMHY; YYBCTBHUTEJBHOCTh K aJIpeHAJIMHY OTCYTCTBYET;
CBOIMCTBEHHO OKMpPeHHe (JKHUP OTKJIaJbIBaeTcs IJIaBHBIM obpa-
3oM Ha juue). [loBbllleHa BOCOPHUMYHBOCTD K HHOpEKIHAM,
BBLIAABJIIETCH OCTEONOpo3. 3HAYHMTEJbHO IOBBIIIEHO COJAepKa-
HHe TJIMKOTeHa B JIeHKomUTaX; oOHapy»KHBaeTcsl TUIepxoJie-
crepuHeMusi. JacTo onpejensiloTcsi KapAuo- M HedpoMeraus.
Cunapom o0ycJOBJIeH IeHeTHYeCKHMM OSH3MMHBIM JedeKToM —
neduuuToM rioko3o0-6-docdarassl (r1aBHEIM 06pa3oM B NeueHH,
MeHblle B IOYKAX M KUILeYHHKe).

I'ome cHMHApPOM — HacJeJCTBEHHBIH JMIOHATe3aypHCMO3
(ayTocOMHO-peliecCUBHOEe HacJiefoBaHUe). XapaKTepHhI yBe-
JIMYEHHBIH YKHUBOT; Pe3KO yBeJMYeHHAs cejle3eHKAa; HepeaKo
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yBeJIuYeHHBle JHMdaTHYeCKHe Y3JIbl M IedeHb; TEeMHO-
JKeJIThle MATHA HAa KOXKe M CIM3UCTOH 000JI0YKe MOJIOCTH PTa;
KOpHYHeBATHIe YIJIOTHEHUS Ha KOHBIOHKTHBaX. M3penka OblI-
Baer jkearyxa. OGBIYHO oTMedaeTcss MaJblii pocT. B kpoBu
BBIABJIAIOTCA TMIIOXPOMHAS aHeMMd, JeiiKoneHus, TpoMmbonu-
TomeHuA. YacTo ompejendioTcd TreMOpparMuecKMil auares,
0CTeoNopo3; HepeJKO CIOHTaHHbIE IepesIoMbl KocTeif, rumep-
KaJplueMus, HHGAHTHIN3M. B nyHKTaTe cejle3eHKHM OOHa-
py»kuBaioTca KjaeTku [ome ¢ mepebposui-kepasuHoM. IeHe-
THYeCKUH HedeKT 3akiaiodyaercs B AedUIUTe IJIIOKolepebpo-
3upasbl (KHCJION TJIIOKO3aZas3bl) B PAasJIMYHBIX opraHax. Pas-
JIMYAlOT TPH OCHOBHBIX BapHaHTa cHHApoMa [omre: 1 — ioBe-
HHUJIBHBIM 6e3 MO3roBoif CHMITOMATHUKM, BCTpedaeTcs Ipe-
HMMYIIeCTBEHHO y INpeACTaBUTeJeii CEMHTCKHX HapojgoB; 2
MH(PAHTHIBHBIA C MO3rOBOM CHUMIITOMATHKON, HabimozanTcs
CcInacTHyYecKoe COCTOSIHME, ONMCTOTOHYC, TPH3M, KOCOrJasue,
KOKJIIOIIeNooOHbIH Kalllelb, BCTpedaeTcs CPeAM JIMI[ pas-
JIMYHBIX pac, JieTaJbHBIi MCXOJ HACTyIaeT B TedyeHHe IePBOTO
rojia XM3HU; 3 — IOBEHMJIbHBIA M B3POCJIBINA C MO3rOBOH CHM-
NTOMATHKOM, BCTpPeYaeTcs TOJBKO y IpeACTABHUTENIed CeMHT-
CKHX HAPOJOB; KPOMe DelleCCHBHOro, JOMYCKaeTcs ayTOCOM-
HO-JIOMMHAHTHOe HacJleJl0OBaHHe.

Iperra cHHAPOM — KOMIJIEKC BPOXKAEHHBIX aHOMAJUH y
HOBOPOXKZIEHHBIX, MAaTepd KOTOPhIX B Te4YeHHe MepPBHIX
3 MecsaueB GepemeHHOCTH Goslenn KpacHyXoil. XapaKTepHBI
BPOJK/IeHHAsl KATapakTa, aHOMAJMU CeTYATKH, aTpopus 3pH-
TeJIbHOTO HepBa, MUKPO(TaJbM, HUCTATM; TJIYXOTa B Pe3yJb-
TaTe HAPYIIeHUs Pa3BUTUA BHYTPEeHHEro yxa, pPasjHyHble Ha-
PYIIEHUSA PA3BUTHA CPeHEro M HaPYXKHOTO yXa; BPOXKJeHHbIe
HOPOKM cepAua (IpeuMyIecTBeHHO Ae(eKThl [eperopofok u
HesapaileHue GorannoBa mporoka). OTMeuaroTcss MUKponeda-
nus, paccrpoiicrBa gesrenbHocTd IIHC (skcTpanupamMuHbIe
CHMITOMBI, 3a/lepXKKa YMCTBEHHOIO PasBHUTUSA, TOHUUYECKHE U
KJIOHHnYecKkue cyaoporu). Habmomalores rumomsasus 3y6Hoit
aMaJIM, 3amosjajyioe mpope3biBaHUWe 3y6oB, 3yOHOI Kapuec.
BLIABNAIOTCA AHOMAIMM TOYeK, KPUITOPXHM3M, PHIIOCHAMS,
KOCOJIANOCTb.

Lpen6aan—Crpanabepra cuHAPoM — HacjeICTBEHHOEe 3a-
GosleBaHMe 3ACTHYECKHX BOJIOKOH ¢ KOXKHBIMH, IVIA3HBIMH M
CepAeYHO-COCYAUCTBIMH  CHMITOMAMH  (ayTOCOMHO-pelec-
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cuBHOe HacjenoBanue). Co CTOPOHBI 21a3 OTMeYaKTCHA: IOJIO-
caToCTh TJIA3HOrO AHA, HATIOMHUHAKOIAS COCYAUCTYIO CeTh, XO-
pHOpeTHHAJbHbIE HM3MeHeHUs, IKCCYAATUBHBIH DETHHHT; €O
CTOPOHBI KOX}CW: CHMMETDHYHAA dJacTUYecKas ICeBAOKCAH-
ToMa (>KenToBaTas M 3epHMCTas), IVIABHEIM o6pa3oM B MOA-
MBIIIEYHBIX BHOAJAMHAX, JIOKTEBBIX M TOZKOJEHHBIX AMKax,
naxy, noske cMeHsoLlasgcsa aTpodueil KOMXKH; CO CTOPOHBI
cepdeuno-cocyducmoii cucmembl: paccTpoiicTBa KpoBooGpa-
LeHUs B cocygaXx KOHEYHOCTeH, cepAla, MO3ra ¢ ABJI€HUAMH
CTeHOKapAuM, LepeGpaJbHBIMH HMHCYJbTaMH. YacTo ompefe-
nATCA TeleaHrnakTasuu. Hepegko BBIABIAITCA SHAOKPHH-
Hble M TCHXMuecKHe HapyumleHus. dacTo KOMOMHHpyeTcs ¢
curgpoMoM Anepca—Jlanmoca.

llonTepa CHHAPOM — HACJIe[ICTBEHHAA 3PHTPOINO3THYECKas
nopdupus (ayTocOMHO-pellecCHBHOe HaclefoBaHMe). Brepsrie
nposiBasieTcs B TedeHHe 1-ro roga »xm3HH. OTMevaloTCA BHI-
COKasi YYBCTBHTeJbHOCTh K COJIHEYHOMY CBeTy; OyJIJIe3HbIH
anunepmosuad, hydroa vacciniformis, s3BeI ¢ mocrexyrOmuEM
o6pasoBaHHeM NMUTMeHTHPOBAHHBIX PyOIOB, aTpodusa KOHIe-
BbIX (AJIQHT MAJIbLieB, ajoNelnus, renaTocijeHOMerains, TH-
HepnurMeHTalusA. B OCHOBe CHHADOMA JIEXKHT AedUIUT OXHOK
u3 nopdobuanHorenn3omMepas (yponopdupuHoreH-3-KOCHHTeTa-
3b1) B apuTpobiacTax, B pe3yJbTare 4ero u3 nophobuinHoreHa
3a cuer aponopdupuHa-3 Bo BpeMs 3pUTpOIo33a obpasyercs
60J1bLII0€ KOJIMYEeCTBO ApornopupuHa.

JkeiHy?sl CHHAPOM — pPA3HOBHIHOCTH HACJeJCTBEHHBIX
arammarsiobyanHeMuil (cuensieHHoe ® X-XpoMocoMO# Hacle-
JOBAHMe, HepeJKO TaKk)Ke peleccuBHoe). Bose3sHs mMoxeT mpo-
SABNATHCA B J11I060M BodpacTe. B KIMHHYECKOH KapTHHE HOMH-
HHUPYIOT CKJIOHHOCTh K GakTepHasJbHBIM HHbeKIUAM, Goiab B
cycraBax ¢ uepTaMu peBMaToMAgHoro aprpura. ITosxke Hepex-
KO pasBUBaeTcs KJIWHHYeCKasg KapTHHA HCTHHHOIO PeBMATO-
MHOrO ApTPHTA, KPACHOH BOJYAHKH HJIM JPYroro KoJjare-
HO3a. B KpOBHM BhIpa’KeHHas THIIO- MJIM, Yallle, ATAMMArao0y-
auHemusa. Haubosee rsxensle (agumdornuTapHble) (opMbl
BeJlyT K CMePTH B TedeHHe MePBBIX ABYX JeT XKHU3HH.

IeKKelisi CHHIPOM — Da3HOBHAHOCTb PeIKO BCTpevaio-
mierocsi HacJeACTBEHHONO aKpoocTeosau3a (ayTOCOMHO-pelec-
cHBHOe HacjejoBaHue). Bojie3aHb HaUYMHAETCH B JETCKOM HJH
JOHOILIECKOM BO3pacTe; MosBJsAlTcA Geabosie3HeHHble I3BBI Ha
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mopomBe. CoycTsi HEKOTOpOe BpeMs MPOTeKaeT ¢ MOBBIIIEH-
HOi TeMmepaTypoil, depe3 fA3BeHHbIH JAedeKT BBIJeJIACTCA
KOJKHBIN CEeKBecTp, ¥ f3Ba 3a)kuBaeT. Jepe3 HECKOJNbKO He-
Jlesb WM MecAIeB Ipoliecc IoBTopsiercs. B pesyibpTare pas-
BUBaeTCH BhIpaykeHHas AeOpMaIys CTONbI. SI3BeHHOMY Ipo-
Heccy HepefKo MpPejIIeCTBYIOT HapyIleHHs 4yBCTBUTEIbHOCTH
Ha IOXOIIBAX, YacTo BbimajeHue pediekcoB cTom. PeHTreHo-
. JIOTMYeCKH oIpe/essieTcs aKpPOOCTeoJu3, MPeHMMYIeCTBeHHO
NPOKCHMAJIBHBIX dacTell (aJaHI M IUIIOCHEBBIX KOCTeii. He-
PelIKO OTMeualoTCsl yTOJIIeHHAsA KO)Ka rojieHeil Ha IOpakeH-
HOH CTOpOHE 3a cYeT T'MIepTPO(GUU M Pa3pPhIXJIEHU MOAKOMKHO-
r'o COeJUHUTELHOTKAHHOIO CJIos. BhIAB/IsAETCA aHAPATPOIU3M.

Hromenna—I'pu3nArepa cUHAPOM — HAcje[CTBEHHAS MbI-
meuHas AucTpodus y JeTeil (peleccuBHOe, CIeIJIEHHOe ¢
X-xpomocomoil HaciiefoBaHue). BonesHp HaunHaeTcs ¢ aTpo-
UM MBI TPYAHON KJIETKH M MOSACHUYHON o6JacTH, IO33Ke
0XBATHIBAeT MYCKYJIaTypy KoHeuHocTeil. OTHesbHbIE IPYIIBI
MBILIN, BHAYaje TUIepTpodupyloTesi, IpUobpeTaloT TBEPAYIO,
YIOPYTyl0 KOHCHCTEHIMIO, UX CHJA IOCTENeHHO yMeHbIIaercs
u mactymaer arpodwmsi. THIMUHBIE NPOABIEHHA — Hecrocod-
HOCTb NOJHATHCH, He IOBOpauMBasch Ha OOK, MOIIAThIBaAHHE
npu xoxnbe, mporpeccupymomas caabocts. Hacrto Habmona-
oTcsa KUGOCKOJNO03, KOHCKadg CTOIa, HCUe3HOBEHHe CYXOo-
SKMJIBHBIX pedieKcoB, JeMHUHepalusanus KocTeil, cepjedHas
HeJl0CTATOYHOCTh. B KPOBM IOBBIIIEHa aKTHBHOCTb ajlbloJa-
3l u KpeaTuH(pochokuHasbl. Habmonaercss TONBKO y Malb-
YUKOB B BodpacTre oT 2 1o 6 ser.

JKena cUHAPOM — HacJeACTBEHHBIH KOMILJIEKC XOHAPOAH-
cTpodHUECKUX CHMITOMOB (2yTOCOMHO-peIleCCHBHOe HacJe[o-
BaHMe). XapaKTepHbl YKOPOYeHHble M FOPM30HTAJBHO pacIio-
J0KeHHble pebpa, HU3KOe paclojioKeHHe KJIOYHIl, Hapylile-
HHUS OKOCTeHEeHMA [MJIMHHBIX TPYOUATBIX KOCTel; 3a/epiKa
OKOCTeHEeHHs LIBOB uepela; 3aTPyJHeHHOe JbIXaHUe B CBA3HU C
orpaHMYeHHeM [BUIXKEHHIH TpyAHOH KJeTKH; HedponaTus
(KMCTO3HASA JUCIJIA3US KAHAJbIEB, CKJIEpo3 KJIybo4KoB) ¢
rUIepTOHHeN, NpoTeMHypHel M paHHeil asoreMueii. Penrre-
HOJIOTHYECKH OMNpeJeJATCA NPH3HAKH XOHJIPOAHCTPOPHH
ckesiera. JlaHHBIN CHHAPOM OTJIHYaeTcsi OT CHHApPOMa JJLIH-
ca—BaH-KpeBenbga HaauuueM HedpomaTHM U OTCYTCTBHEM
KapAHOIATHH.
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Kaanpe—Jlerra—Ilepreca cuHAPOM — acenTHdYecKuil Hek-

Po3 roJoBKM GepeHHON KOCTH HACJEACTBEHHOTO XapaKTepa
(ayToCOMHO-IOMHHAHTHOE HacjefoBaHue). BoyewT mnpeumy-
IecTBEHHO MaJIbYMKH B Bo3pacTe 3—15 ner. BesegerBue Ha-
pyLIeHusl JBH)KeHHMiIl B TasobeJpeHHOM CyCTaBe OrpPaHUYEHBI
OoTBeJleHHe W BHYTPeHH#As pOTalus, crubaHue W pasrubanue
HOpPMaJIbHBI. PeHTreHOJIOTHYeCKH ONpeesioTcs paclInperne
CYCTABHOM IIeJIM; pacIiMpeHHe U HepeJKO pa3pylleHHWe MeTa-
¢usapHOro Xpsmia; yTOJNLeHUs B roJoBKe GepeHHOH KOCTH;
meiika GeJpeHHO KOCTH pacIiMpeHa M pacdjeHeHa, B Heif
0o6pa3yioTes MoAXpsleBble IPOCBEeTICHU.

IIpun cBoeBpeMeHHO HAYATOM JIeUeHHH BO3MOYKHO IIOJIHOE
H3JIedYeHHe.

Kamy = CHHAPOM — CKJIEDOTHYEeCKHH
TUOEpocTO3 C perpeiMeHTHOH MHoNaTHel y Jereit (ayro-
COMHO-JIOMMHAHTHOe HacjlefjoBaHHe). XapaKTepHE Mporpec-
CHpYIOIas MbIIIEYHAS YTOMJISEMOCTb, «yTHHAS IOXOAKAa» y
NpaKTHYeCKH 3[0POBEIX JeTel. PeHTreHoJOrHuecKH ompeje-
JIAIOTCA CHMMeTPUYHBIH reHepaJM30BaHHEIM I'MIEPOCTO3 JHa-
$HU30B AITMHHBIX TPYGUATHIX KOCTeil ¢ MEPHOCTANBHBIM CKJIe-
Po30M, ¢ HeperyJspHOH HHUTeBHAHOW [ereHepanuei KoM-
NAKTHOW CyOCTAHIMH M CerMEHTHPOBAHHEIM CYXKeHHeM HJIH
pacliMpeEMeM KOCTHOro KaHasia. COOHTAHHBEIE NepeJIoMEl He
Habmionaoresa. Yacto oTMeyaeTcs AMCIPONOPLIHOHANBHBIM
pocT (4pe3aMepHO AJTUHHbIE KOHEYHOCTH).

Kenepa cuHApoM — HacileJcTBeHHBIN acenTHYeCKHil CIOH-
TAHHBIA HEeKpo3 smupH3a JagbeBHAHON KOCTH cTomkl (ayTo-
COMHO-IOMHHAHTHOe HacJefoBaHue). OTmeuaercss GoJsieaHeH-
Has NPUIYXJIOCTh CTONBI B 0OJIACTH JIaJbeBHAHOM KOCTH, BO3-
HHUKAIOImAas CIOHTAHHO MJIM MOCJie NPLIXKKOB HA IBINOYKaX.
PenTreHosoruyecks CTPYKTypa JaJAbeBHAHON KocTH rpybas,
KOHTYPhl HempaBHJIbHbIe (oGpasyeTcsi Tak HasplBaeMas «6m-
cKBUTHasA» ¢opma). Yepes 2—3 roga nagbeBHAHAS KOCTb IPH-
ofperaeT CBOI0 IpexHIW Qopmy. DBonesHs HaunHaeTcs
o6bpruHO B Bodpacte 5—9 yier. CBoiicTBeH aHAPOTPONHU3M.

Kenura cumHIpPOM — BO3MOXKHO HacJeJCTBeHHBIH (ayTo-
COMHO-/JOMMHAHTHOE HAaCJIe[[OBAHNE) ACeNTHYeCKHH HeKpos
MeMaJIbHOM YacTH AUCTaJbHOro snudusa GepeHHON KOCTH.
Bosesnb HauMHAETCS BO BPeMs MHTEHCHBHOIO POCTa, YacTo B
[epuo/i HACTYNJIeHUs 1oJioBoi 3penoctu. Omnpepensiores
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yMepeHHas NPUIYXJIOCTh M OrpaHHYeHHe ABHXKeHHH B obiac-
TH KOJIEHHBIX CYCTABOB C He3HAYHUTeJIbHOH XpOMOTOii. PeHT-
reHOJIOTMYeCKH BBIABJIAIOTCS BHAYajie OTPAHWYEHHBIE OYATH
NpOCBeTJIeHUs], [03Ke — OTAesleHHe HeGOJIBIIOro KOCTHOIO ce-
KBecTpa HAa MeJHaJbHON CTOPOHe AMCTalbHOro smudusa Gex-
peHHOl KocTH. VIaMeHeHUs! HepeAKO ABYCTOpOHHMe. BosesHb
JIMTCA HEeCKOJBKO JIeT, IocJie Yero OOBIYHO HACTYIaeT IOJI-
Hoe BhI3fiopoBieHHe. CBOMCTBEH aHAPOTPOIIHM3M.

Knamna—Kompopepa cuMHIPOM — KJIMHHYeCKHe INpOSABIIe-
HHUS HacJeJCTBeHHOU dH3MMONATHUHU (ayTOCOMHO-pelecCHBHOE
HacsiefoBaHue). OTMeUaloTCA CKIOHHOCTh K AJIJIEPIHH, aHeMHUs,
BereTaTMBHASA JUCTOHHS, M3PeAKa — NCHXO3bl. DH3UMHBIH Je-
dekT 3aKyIOYaeTCA B CHUKEHHH aKTHBHOCTH KHHYPeHHHA3hl U
D NOBBIIIEHMH AKTUBHOCTH TpunTodaHOupposassl. Berexcreue
9THX HapyIIeHMH B OpPraHM3Me HaKAILIMBAIOTCH KUHYPeHUH,
TUMIPOKCUKMHYPEHNH M KCaHTypeHoBad Kucjora. CHMIOTOMBI,
HaNOMHMHAaKIKue AedUOUT BUTaMHUHA Bg, o0bsACHAKOTCA Ha-
pylmieHusAMU o6MeHa TpunTOodaHa.

Kponkxaiira—Kanajaa cMHAPOM — KOMIJIEKC BPOXKIEHHBIX
aHOMAaJMi (ayTOCOMHO-IOMHHAHTHOe HacjiefoBaHUe). Xapak-
TepHbl TeHepaJM30BAHHBIN >KeJyJ0YHO-KHUIIEeYHbINH IOJHIO3,
aTpodusa HorTei, anomenus, AuddysHad KOXKHAA TUIEPIHUT-
MeHTanusA. MHorga HaGiiofaloTcs SKCCyAaTHBHAs BdHTepola-
THA, MaababcopOuus, CHMXKeHHMe YPOBHS KaJbLus, Kajlus 1
MarHus B KPOBH.

Jaireyna—0Qabpaiita cuagpoM — dopMa HacJieJCTBEHHOTO
runonaparupeos3a (ayTOCOMHO-DeIleCCHBHOE HAacJefOBaHHeE).
PaHO npoABNAIOTCH HAPYIIEHUs pocTa. PeHTreHOJOrHMYecKn
onpefenserca obmuii ocreomopos. OTMedarOTCs THAMKENbII
MO3HAI PAXUT C MCKPHUBJIEHHEM KOCTeH M CIIOHTAHHBLIMH Ile-
pesioMaMH, TMNONJasud 3yOHOW aMaJil Kak cieAcTBHe 3yOHO-
ro Kapueca, 4YacTO BBIPAXKEHHBIH KaJBIHHO3 COCOYKOBOTO
cJIos moveK ¢ o6pasoBaHMEM KOHKDEMEHTOB B MOYEBBIBOJS-
MUX OYTAX, MBIIIeYHAs aJWHAMUS W NAPOKCHU3MAaJbHBIe Ia-
panuuu (rUnokanuemus). Peakuus MouM HeHTpasibHasi, yBe-
JIMYEHO BblJeJIeHHe HATPUSA, Kajdud ¥ Kaiapnus. Konudectso
aMMHaKa HOpPMaJibHOe, BBIABJIAIOTCS He3HAUYHUTeJIbHAsl IpO-
TENHYPHsl, HePelKO MNOJHYPHs, M30CTeHYpHUs. AMHHOAIULY-
PHH, TVIMKO3YPHMH M KeTOHYPHM He Habmiogaercsi. B kpoBu
YMEeHbIIEHH! IeJIOYHOI pe3epB, MHNOKaJneMus. IIporaos ans
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IPYAHBIX JeTeil CPABHUTEJBbHO XOPOIIMi, JJA MOAPOCTKOB H
B3pOCJBIX HeGmaronpuATHBIN. YacTo cMMNTOMBI Kak Gl He-
CKOJIKO CTHPAKTCS Mepeji MpPosBJIeHHEM OCTeonopo3a M Hed-
POKAJIBIIUMHO3A.

Jlamu—MapoTo CHHAPOM — DasHOBHJHOCTH HACJIE[CTBEH-
HOTO XOHJPOAMCTPO(HUYECKOro AU30CTO3a, TAK HA3BIBAeMBIH
aucTpouUecKHil KapJHMKOBBIA pOCT (2yTOCOMHO-pelecCHB-
Hoe HacJjefoBaHue). XapaKTepHBl AUCIPONOPIHUOHATBHBIN
KapJMUKOBBIN poCcT ¢ 0COOEHHO YKOPOYEHHBIMH IIPOKCHMAJIb-
HBIMH OTJeJIAMH KOHEYHOCTeil, aHOMAJWU CTOI, pACIIHpPEeH-
Hble NPOMEXYTKH MexAy 1-M M 2-M majplaMH HOT, M30JaK-
THJNS; TOPAKAJbHBIA CKOJIMO3; AUCIJIA3UA M TIeMaHTHOMBI
VIIHBIX PAKOBHMH; pacljenjieHHoe HeGo. PeHTreHosornuecku
onpeflefIAIOTCA PpacCIIMpPeHHe KOHIOB [JJIMHHBIX TPYGUaTBIX
KocTeil, AucIIasus snudHU30B, PA3JIUYHON JJIHWHBEI NACTHHIE
IJIIOCHEBbIe KOCTH, a TaKXe (aJlaHrH.

Japcena—I0xaHccona CHHIPOM — HacJeJCTBeHHEIe Ha-
PYLIEHUsI OKOCTEeHeHUs HAJKOJIeHHUKa (4yTOCOMHO-ZOMH-
HaHTHOe HacjejoBaHue). HaIKoleHHHK NPHIYXIIHi, YYBCT-
BUTEJIbHBIM K HAJaBJIMBAHUIO, OTMedaeTcd PelHAUBHpPYOIas
60Jb B KOJIGHHOM CYCTaBe C IMepeMeXKalIuMcs THApPapTpo-
goMm. IIpu pEHTreHOJIOTHYEeCKOM HCCIIeJOBAHMH KODPKOBBIM
¢JIOi MepeJHeHH)KHeN YacTH HaJKOJIeHHHMKa y3ypHpOBaH, He-
pe/IKo CeKBecTPHpPYyeTCs HUIKHMMl MOJIIOC HaJgKoJeHHHKa. Bo-
Jle3Hb Habir0aeTcss NPeNMYIeCTBeHHO Y IOHOIIeH.

Jlezxena CHHAPOM — KOMILJIEKC BPOXKIAEHHBIX AHOMAJIHH B
cayuasx gedekToB 5-il xpomocomHoinapsl. Cpagdy e mocie
POXKAeHHs padjaeTcsi KPHK, HAIOMMHAIOIMMUI Komavui (CHH-
JPOM Komlaubero Kpuka). XapakTepHBI 3a/lepXKKa YMCTBEHHO-
ro 4 (U3NYECKOro pa3BUTHUA, MUKpoledalus, THIepPTeso-
pM3M, SMHMKAHTYC, TAK Ha3blBaeMOe AHTHMOHIOJIOHWJHOEe pac-
[moJioyKeHHe IJja3, IUNPOKHI KOpeHb HOca, KOCOrJasue, MHK-
porHaTusi, AHOMAJIMM PACIOJIOXKeHUs YINeH, CKJIAAKH KOXKH
JlaJlOHe# U MOJOIIB, F’MHEKOTPOIU3M.

Jlepn cHMHAPOM — HaclieJCTBeHHOe 3aboJieBaHHe KocTei
(BeposiTHO, AayTOCOMHO-pellecCHBHOe HacyefoBaHme). Boies-
HeHHbIE SBJIEHUS PACIPOCTPAHAIOTCS BHHM3 IO KOCTH, KaK Ka-
mJsi BocKa Imo ropsideii csede. Ormeuatorcss 6ok B mopakeH-
HBIX CycTaBaX, MO3)Ke OrpaHMYeHHe NMOJBHMXKHOCTH CyCTABOB,
YacTo CKJIepojepMus, HepeaKo aTpodus M KAaJIbIMHO3 MATr-
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kux uacreil. MuHepanbHEI 0OMEeH HODMAalbHBIH. AHEMHs He
HabogaeTcA. PeHTreHOJIOrNYecKH ONpeAessioTCs MPOAOJIb-
Hble TI0JIOCHI KAaJbIMHO3a B TOPaKeHHBIX KOHeYHoCTAX. Xa-
paKkTepeH OHAOCTAJNBHBIM, YaCTHYHO IepUOCTAIbHBIN OcTeo-
ckJepos. BosesHs mopaxaer 06BIYHO OXHY KOHEYHOCTH (PYKY
WA HOTY).

Jleddaepa CHHAPOM — KPATKOBPEMEeHHBI UMHOHUIBTPAT B
Jlerkux c¢ ososuHOuUaneil. OTMedaloTcsi HoOpMasbHag HIH
KpaTKoBpeMeHHO cyGdebpuibHas TeMIeparypa, 0BBIYHO
YIOBJIETBOPUTEIbHOE CAMOUYBCTBHE, HMHOTAA YCTAJOCTh, He-
3HAUMTENBHBIN KallleJb, HOYHON moT. [laHHBIe ayCKyJbTalluu
He BhIpaXkeHBl. B kposu sosunOoGuInA (o1 7 mo 70%). Pent-
reHOJIOTMYeCKHU OIpe/essiloTCs PA3HOM BeJWYMHBI, JIOKAIN3a-
LIMA U CTPYKTYPbl MHQDUILTPATHI B JIETKHX, KOTOPble OOBIYHO
6eicTpo McuesaloT. Hepegko MmogoGHBIe MH(UIBTPATHI O6HA-
pyKuBalOTCs (KJIMHUYECKN ¥ IIATOJIOTOAHATOMMYECKH) B APY-
rux opraHax. dacro BHIABJIAKTCA KPATKOBPeMeHHOe NpHIY-
XaHMe CyCTAaBOB M yaJoBaTas apuTeMa, 3abojieBaHHe J06poKa-
yecTBeHHOe M OnlcTponpexojsinee. Habmonaercs npeumyue-
CTBEHHO B MIOJIe U aBrycre.

Jlema—Hajixana cUHAPOM — TpUaja ceMeiHBIX HacJeJCT-
BeHHBIX AHOMAJNMII (pemeccHMBHOe, clemJeHHoe ¢ X-Xpo-
MocoMoif HacyiefoBaHMe). XapakTepHa aHIedasonaTus. Yixe
cpasy mocJjie Po’KIeHUs OTMe4aloTesi MOTOPHOe GecroKoicTBO,
XOopeuuecKue MM aTeTOMJIHbIe IBMYKEeHHUs, cllacTHYecKHe Ma-
panuuu, obmas THIOTOHNS, HAPYIIeHUs MYPUHOBOro obMeHa
(runepypuKeMHsi ¢ THIEPYPUKYpHei, MouYedHOKaMeHHbIe KO-
JINKW, KAMHM B MoueBOM my3nipe). Pe6eHOK KycaeT ry6el u
rpeiser manbibl. CUHAPOM OGYyCJIOBJIEH reHeTHUeCKHUM Jedu-
IMTOM 9H3MMAa TI'MIIOKCAHTHH-IyaHWH-(ochopubosunTpancde-
passl, KOTOPBIN NPOSABIAETCH B U3OBITOUHOM HAKONJIEHHH M-
PHMHOB B OpraHuame.

MajioKKH CHHAPOM — peIKO BCTpevapIascd Oypmypa.
XapaKkTepHbI TOUeuHbIe MJIM KpyroobpasHble Po30Bble, OObIU-
HO CHMMMETPHYHO PACIOJIOXKeHHbIe KAIMJIIAPIKTAasuu (Tese-
AHIMOKTA3MM), [PeMMyllecTBeHHO Ha royieHsax. IJosxke Ha
MecTe KaNMJJIAPIKTA3Uil HabioxarTcs HeboJblINe KPOBOM3-
JIMSAHUSA ¢ MOCJeAYIOLIUM OTJIOKeHneM reMocujepura. Ilatna
npuobperaioT 6ypo-KpacHbIH oTTeHOK. YacTo KoKa B IeHTpe
nsiTeH aTpouuHA.

37



Maxk-Apaia cMHAPOM — BapHAHT HACJENCTBEHHOTO IJIHKO-
reHosa (ayToCOMHO-pelleCCHUBHOe HacliefoBaHue). Yike B JeT-
CTBe MOCjle He3HAUUTEeNTbHOW (GH3NUECKOW HATPY3KM OTMeda-
10oTcs 60Nb B MBIMINAX, UX GBICTPasi yTOMJIAEMOCTh, cl1a6ocTh,
MHOTrIO6UHYPHSA, TO3AHASA MBIIIEYHas AUCTPOdHUS, cepAedHas
HejocTaTouHOCTh. Hepeako ompegensiercss cnabocTh riagkoit
MYCKyJaTypel. B cOCTOSHMHN IOKOA CHMIOTOMBI He HaGIoOxa-
tforcsi. CUHZpPOM oGycioBNIeH ZeUIUTOM MbImedHOH (ocdo-
pHJIa3bl, BCJEJCTBHE 4Yero 3aJiep)KMBaeTCs pacllelJieHHue TJIH-
KOTeHa, KOTOPBIi B M3GBITOYHOM KOJIMYeCTBe HAKATIIMBAETCS
B MBIIIAX.

Maxk-KplocHKa CHHIDOM — KOMIJIEKC HACJTIeACTBEHHBIX
aHOMaJMii (ayTOCOMHO-pellecCHBHOe HacjlefoBaHMe). Xapak-
TepHa BBIPpa)kKeHHasl 3aflep’KKa pocTa (KapJIMKOBBIA POCT ¢ OT-
HOCHTEJIbHO JJMHHBIM TYJIOBHINEM H KOPOTKHMH KOHEYHO-
cramu). KoHdurypauus depenma HopMmasibHasf, OTMeYalOTCs
KOPOTKHE BepXHHe KOHEYHOCTH C YKOPOYeHHBIMH IaJbIaMH;
najblbl HA PyKaxX pacloJIoXKeHbl HamogobGue couI B KoJece.
HabmogaloTesl mepepacTsi’KMMOCTh CYCTABOB KHCTH M IaJlb-
[eB; TYTONOJBHKHOCTb JIOKTEBBIX CYCTaBOB; KOJIOKOJI006pa3-
Hasl IPyAHas KJeTKa, AUCTPodHusA HOrTel (JOMKOCTH M YKOPO-
4eHHOCTb). Hepeako BHIABNAIOTCA KHIIEYHbIe AHOMAJIHH
(Manpabeopbuus, merakoson). IIpy peHTreHONOrHYECKOM HC-
CJIeJOBAHUM IaTOJIOTMYeCKHe H3MeHeHHs dalle BCTPedyalTCs
B KOJIEHHBIX CyCTaBaX M B KOPOTKHX TPyOUaThIX KOCTAX: Me-
Tapu3apHble JIMHUM BOJHHCTON KOH(HUIYPAIMH, HO Pe3KO OT-
rpaHuyenbl. 30HbI OGBISBECTBJICHHs PACIINDEHBI, YTOJIIEHHI,
YacTo ¢ KUCTO3HBIMM HM3MeHeHHAMH; HHOTAAa y3KHe M BHICO-
KHe MO3BOHKH.

Mapu—Jleps — CHHIPOM — XPOHHYECKHil NMOJHMADPTPHT C
TSXKeJbIMM HeHPOTPOPUYECKHMH MOpa)KeHUSIMH KOCTeH u
MATKUX TKaHei. IIpoucXofuT OGIUIMPHBEIN CHMMETPHYHBIMH
pacnaj ux B 06JIaCTH 3aISCTHOrO M I'OJIEHOCTOMHOTO CYCTABOB
M HCKPHUBJIEHHe KocTell. B CBSA3M ¢ MACCHBHBIM OCTEOJIM3OM
3ansCTHBIX, IJIIOCHEBBIX KOCTel M (ajaHr KOHEYHOCTH YKO-
PavYMBAIOTCS, «JHIUHAA» KoXKa obpasyeT CKJIAAKM HaJ NAajb-
LaMH PpyK M HoOr. B aHaMHe3e 4acTo ecThb yKasaHHMS Ha Ye-
WyAYaThIi JMIIAH, peUAMBHPYIOIMEe CYCTABHBIE MOpAXKe-
HUS, KpPamuBHUNY, 9K3emy, upuT. Hepeako HabmiogaroTcs
CKOJIMO3, JIMIIHNEe WJIH KJIMHOOOpasHbIe MO3BOHKH, MEHHHIO-
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mesne, apediekcus, CerMeHTapHas THUIEpaIresus, 9K30-
(raneM, KaTapakTa, AaHU30KOPHSA U APyrue aHOMAJIMU.

Maporo—Jlamu-1 cuugpoM — pas3HOBHJHOCTH HACJIEJCTBEH-
HBIX MYKONOJHMCAXapuo30B (ayTOCOMHO-peliecCUBHOe Ha-
ciemoBaHMe). XapaKTepHbl KAapJIMKOBBIK POCT, BaJbIyCHBIE
KOJIeHM, TOSCHHYHBIA KuGo3, BBINYKJasd TIPyAuHA, TYro-
MOJABMKHOCTh CYCTABOB; remaToclJieHOMerajius, NOMyTHeHHe
POTOBHMIEI; PA3JAMYHOM CTENEeHH TYroyXOCTb; TOJCTble Iybsl u
mMpoKas COMHKA Hoca. PeHTreHONOrH4YeCKH BbIABIAIOTCH
MerabusapHble U anudusapHble JedeKThl KocTel, 3ajepikKa
pocTa 3amsCTHBIX M IPeAIIIOCHEBBIX KOCTei, CIIIIIeHHEIE,
KJIMHOBUJHBIE O3BOHKU. B KPOBHU ONpeesAlOTCA BKJIKYEHUs
MYKOMOJUCAXAPUAOB B JedKoLuTaX. I'eHeTnueckuit Hedext
OposiBJisieTcsi B HAKOIJIEHMM IIOBBIIIEHHOrO KOJIMYeCTBa MY-
KOMOJIMCAXAPUOB B COEAMHUTEbHOM TKAHM M B BbIJ€JIEHHH
GOJIBIINX KOJMUYECTB JAePMaTOHCYIbdAaTa ¢ MOYOH.

Maporo—Jlamu-II cuHApOM — HaclefcTBeHHas A0GpOKa-
yecTBeHHAsl TeHepaJIM3OBaHHAs XOHAPOAMCTPOdUA M AH30-
cTO3 ¢ AMcCIIIaduell cKeslera (ayTOCOMHO-pellecCHBHOe Hacie-
nosanmue). OTMeyalTCs AUCIPOIOPIMOHANBHBIH HH3KHH POCT
¢ OTHOCHTEJbHO KOPOTKMMH KOHEYHOCTSIMHM; KpaHuouedasb-
HasA auctpodus — GoJbluas roJioBa ¢ BBIZAOIUMHUCH JIOOHBI-
MM ¥ 3aTBJIOYHBIMM BBICTYIaMHU, GOJIBIIOH DOJHHYOK He 3a-
KpBIBaeTcsl BIUIOTH O 3PeJIOro BO3pacTa; TMIIONJIA3UsA HHUXK-
Hell 4eJIIOCTH, AHOMAJIMHM PACIOJIOXKeHHs 3y6oB, MOBLINIEHHAA
CKJIOHHOCTH K Kapuecy; HepeIKO MHO)KeCTBeHHbIe CIIOHTAaH-
Hble TepeJoOMbl; AHOMAJNH TPYAHON KJIEeTKH, OpaxHIaKTHINA,
THIOIJIa3UsA TaJibleB, HorTeil. IIpU peHTreHOJIOrHYeCKOM HC-
CJIeJOBAHUHU YTOJIIIEHbl U NeMOTeHH3WPOBAHBI BCe KOCTH, OCO-
6eHHO yTOJIeHa KOPTHKaJIbHadA cyOCcTAHIUA NIMHHBIX KOC-
Teli; pacIIMpeHBI IIBBI 4Yepena. YMCTBeHHOe pa3BHUTHe HOD-
MasbHOe. IIporHos 6iaronpuATHLIN.

Maporo—Jlamu-IIl cuHIpOM — HacjeJCTBeHHAs CIIOHAMJIO-
snudusapHas Jucniasusa  (pelneccMBHOe, CIeNJeHHoe ¢
X-xpomocomoii HacyieoBaHHe). XapaKTepHBI AUCIPOIOPIHO-
HAJIBHBIM HUSKHMI WJM KapJIUKOBBIH pocT (OTHOCHTENIbHOE
YKOpOYeHHe TYJIOBHIA B CBSI3H CO CIUIIOLIEHHBIMH ITO3BOHKA-
MH) ¢ HOPMAJIBHBIMH 11O JUIMHEe KOHEYHOCTSAMH; TOPAKAJbHBIN
KH}o3, yCHIEHHBIH MOACHUYHBLIN JIOPZO3, BBINYKJAs TPYAH-
HA; Cy)KeHHe Tasa. PeHTreHOJOrHUeCKH ONpeAessioTcs reHe-
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paJn3oBaHHAA MJIATUCTIOHAMIMA ¢ AedopMaldeil Tes MO3BOH-
KOB; THIONJIa3us Ta30BbIX KocTell. CHHAPOM OGBIYHO MpPOAB-
asiercss mocie 10-merHero Boapacra. CBoiicTBeH aHAPOTpO-
OHU3M.

Mapdana cuHIPOM — KOMIJIEKC HaCJIefCTBEHHEIX aHOMA-
Jui (ayTOCOMHO-IOMMHAHTHOe HaciefoBaHne). A. Meaozep-
MaJibHble aHOMAJUH: 1) cKeJeT — BOPOHKOOOpasHasi IpyaHas
KJIeTKa, KYPUHAS TPYAb, CKOJNO3, KN(O3, HBMEHEHUS Typell-
KOTo cejljla, HEHOPMAaJIbHO JJINHHbIE KOHEYHOCTH (TAK HA3bI-
BaeMble NaJbIbl NayKa WJIH MaJOHHEI), 3KXOCTO3Bl, OCTeomca-
THPO3, «BOJYbS MACTh», BbICOKOE He6GO, 'MIONOHTUSA; 2) MAT-
KHe TKaHH — TUIOIJIA3MA MYCKYJATYphl M YKHPOBOH TKaHH,
nepepacTsKMMOCTb CYXOXKMJIMH M CYCTaBoB; 3) BHYTpeHHHe
OpraHbl — BpPOXK/JeHHbIe TOPOKHM CepAlla, aHeBPU3Ma AOPTEHI,
paciuMpeHHbIe NMOJKOKHbIe BeHbl, YMEHbIIEHHOEe YHCJIO HoJeit
Jerknx; 4) riasa — coxpaHeHHe MONMMUJUIAPHON MeMGpaHEI,
rosy6ele cKjepsl; 5) BHEIIHHM OGJHK — GOJBIIONH HOC, HEBBI-
pa)keHHBbIH MOAGOPONIOK, «ITHYbE JIUIO», AUCIIA3USA YIIHBIX
MoueK, crapdyeckuil Bux (y Aereii). B. DkTomepmanbHble aHO-
Manuu: 1) riasa — BKTONUSA XPYCTAJIMKOB, MOABHIKHEBIN Xpy-
cranuk, adakus, kKonoboma; 2) ITHC — pasiauyHON IIMPHUHBI
3pauKH C OTCYTCTBHMEM pPeaKIMH Ha CBET M KOHBEPreHIHIO,
pasHoCTh pedJieKcoB, NUPaAMUIHbBIE CHMITOMBI, HHCTarm,
rugpouedanus, aucrpodusa unau arpopus Mosra; 3) rumodu-
3apHO-AMdHIedaNbHasd cHcTeMa — BBICOKMIl POCT, aKpomera-
JIOU/(Hble CHMIITOMBI, paccTpoiicTBA MeHCTpyaluii, Hecaxap-
Hplii  auaber, BereTaTHBHbIE HAPYIIeHHs, HWHGDAHTHIHIM;
4) ncuxmka — oGBIYHO yMCTBeHHOe Hefopa3BuTHe. B. DHTo-
JlepMajibHble AHOMAJIMU: YPe3MePHO AJMHHBIN KHIIeYHHK, ero
PUIONJIA3HA.

IIcesdo-Mapgana-I cuBEIpOM — coueTaHHe HACJIECTBEH-
HBIX aHOMaJHMil cKeJeTa M KOXH (BEpOSITHO, AayTOCOMHO-
JOMMHAHTHOe HacJefoBaHue). XapaKTepHbl MapdaHOmogo6-
HbI (HamoMMHalmuil cuHgpoM MapdaHa) BHeIIHUH BHJ,
nepepacTsKMMOCTb CYCTABOB, I1€PEPACTSXKUMOCTb U IOBHI-
LIeHHAs PAHUMOCTb KOXXH. AHOMAJIMH IJia3, cepAua (Kak mpu
cunapoMe MapdaHa ) OTCYTCTBYIOT.

Icesdo-Mappana-II cuuapoM — KOMIJIEKC HAcleICTBEeH-
HBIX AaHOMAJMiH (BEpPOSATHO, AYTOCOMHO-JOMHUHAHTHOe HAacle-
nosanue). XapaKTepHsl MaphaHOMOZo6HEIN (HATOMHHAIOIIHIT
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cuaapom MapdaHa) BHEIIHUN BHJ, HEBPOMBI CIM3HCTHIX 060-
JIoYeK MOJIOCTH pTa, riad, Hoca U FOPTAHH; HEPeAKO MPOKCH-
MaJbHasi MuomaTusi. Pexke pasBuBanTca (GeoXpoMOIUTOMA H
paK LIMTOBUIHOM KeJe3bl.

Iceedo-Mapgana-III cuHIpOM — KOMIJIEKC HACJIEACT-
BeHHBIX AHOMANMil (BePOATHO, ayTOCOMHO-ZOMHHAHTHOE Ha-
cnenoBanue). XapakTepHbl MapdaHONOAOOHBINH (HATOMHUHAIO-
muit cuHApoM mcesao-Mapdana-I) BHeIIHHH BHJ, MHOXeCT-
BeHHBbIe [MBEPTUKYJBl TOJCTOrO KHUIIEYHHKA U MOYEBOro Iy-
3bIpA; PelUAUBUPYIOL(He IaX0oBble U OeipeHHBIe IPBIXKU.

Mennuka—Hunansa cuEAPOM — DPasHOBHUJAHOCTH HACJIEJCT-
BEHHOH OCTeOAHCIIa3WH (ayTOCOMHO-IOMMHAHTHOE HacJeMlo-
BaHue). XapakTepHbl HeJOCTATOYHBIE Macca M JJIHHA Teja
npu poxxaeHun. CHavasna HaGaogaeTcs AUCHPONOPIUOHATILHO
HUBKHIl POCT, KOTOPEIH II03)Ke NepeXOoJUT B JUCIPOMOPIHO-
HaJbHBIA HOpMasbHBEIH. OTMeualoTcss AedopmManuu Juna |
yepemna (Jerkuil runeprejIopu3M, Imyderjasue, OTTONbIPeHHbIE
yIIM, MHUKPOTHATHs, BBINYKJBIH BBICOKHH J06); aHOMAIHM
pacrosioykeHus 3y0OB M NPHUKyca; 3amo3jajioe 3aKpbITHE POJ-
HHUYKOB; ONyINeHHble y3KHe IJIeUH, TYrOMOABHIKHOCTD JIOKTE-
BBIX cycTaBoB, X-o0pasHble HOI'H, BaJIbI'yCHble Ta3obelpeH-
Hble CyCTaBbl, T'MIONJIA3us OGOJBIIMX NajbleB PYK € BhbIpa-
JKeHHBIM YKOpoueHHeM KOHIeBBIX dananr. [{edopmanuu Ta-
306eJpeHHOrO cycTaBa M HOT y)Ke B PaHHEM JeTCKOM BoapacTe
BBISBIBAIOT HAPYIIEHHS MOXOJKH; IMO3)Ke M3-3a CIACTUYECKOMH
neperpysku pasBHBAIOTCS KOKCAPTPO3 M Xpomora. PeHTreHo-
JIOTHYECKH OIpeJesIAIoTCsl HepaBHOMEPHO BEIPAXKeHHBIH oc-
TeOCKJIepo3 Yeperna (MpeMMyIeCTBEHHO €ro OCHOBAHHUA U IH-
pPaMuUIbl BUCOYHOW KOCTH), YTOJIIEeHHe MeTadH30B, yKopoue-
HUe u X-o6pasHoe MCKPHBJeHHe IJIMHHBIX TPYyOUaThIX Koc-
Tell; HeoAMHaKOBas TOJIIMHA KOPKOBOTO BellleCTBa KOCTeH;
JIMCIJIa3UA TMO3BOHKOB, OCOOEHHO IIEHHBIX M MOACHUYHBIX;
JMCIIA3UsA JIONATKH (YyTOJIeHHe M yKOpodeHMe) M Tasa (I'u-
MONJIA3MA Y ACHMMETPUYHOCTH ITOAB3JOIIHOI, JIOOKOBOH H
CeJIaTMINHON KoCTeif); BaJbIyCcHOe IIOJIOXKeHHe TasdobenpeH-
HBIX cycTaBoB. VIHTeNJeKT HOPMAaJbHBIH. BbipaskeH ruHeko-
TPOIH3M.

= = = - CHH-
APOM — KOMIIJIEKC HacJIe[ICTBEHHBIX AHOMAJIMH (ayTOCOMHO-
perneccuBHOe HaclefoBaHHe). XapaKTepHBl JIBYCTOPOHHSS
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JMCIJIA3UA YIUHBIX DAKOBUH, OTTONBIPeHHBIE YINHM; HHOIAa
YIIHBIe PAKOBMHBI B BHJe INOJIyMecAleB; cnabo BhIpakeHHAA
AUCIJIA3US JIMIa — AHTUMOHTOJIOMJHOE PACIOJIOXKeHUe Iias-
HBIX IeJiedl, JIeTKMil TI'HIepTeJOpU3M, CIIIOIIeHHBIA Hoc,
nHorga GsiehapopuMo3; NPUOTKPHITHIA POT; BEICOKOE Y3KOe
HeGo. OrTmeualoTcsi obmas 3ajep)KKa PA3BUTHA; ABYCTOPOH-
HAS TYroyXxocTh HMJIM TJIyXoTa, oOyCJOBJIeHHAS AHOMAJIMAMH
PasBUTHs CpPeJHEero yxa; KapJWKOBBIH DPOCT, KPHUITOPXH3M,
runoroHaguaM. Haja BepXyIIKoil cepAna ompefesseTcs CHC-
TONUYeCKUN WWIyM. PeHTreHosornyeckas KapTHHa cepana H
OKTI HOopmasbHEIe.

Herrjmmna cuHApPOM — pPasHOBHAHOCTH JOOpOKadecTBEH-
HOrO peTHKyJie3a, KJIMHUYECKH HANOMHHAIIIEro IHIMeHT-
HYI0 KpanmMBHHUIY (BO3MOYKHO AYTOCOMHO-IOMHUHAHTHOE Ha-
ciaefoBanue). IloABAAIOTCA ypPTHKapHble HJIM KCAHTEJIA3MO-
H/Hble BBICBINAHUSA BeJWYUHOH OT OyJIABOYHON TOJIOBKH [0
606a B pasJMYHBIX 4YacTaAX Tena. LleHTp M KailiMa aJieMeHTa
CHIIA MUTrMeHTHpoBaHBI. [lof06HEIE BBICHINAHUA MNOABJIAITCA
TaK)Xe Ha CJIH3UCTHIX 000JIOYKAX MOJIOCTH pTa, B TOM YHCIE
mek u ry6. B kpoBu ompejiesifloTcs TUMGPONUTO3, BTOPHIHAA
aHeMHs, MHOTJa yMeHbIlleHa TOJIEPAHTHOCTb IJIA3MBI K rela-
PUHY, a TaK)Ke YAJMHEHO BPeMs CBePTHIBAHMA M KpOBOTede-
HUS; CHHYKeHa YCTOMYHMBOCTH Kanuiaspos. Kpome Toro, Ha-
6JII01aI0TCSA  OCTEOIIOPO3, OCTEOCKJIepo3, TremaToclyieHoMera-
nus. THCTONOrMYeCKH B KOXKe BOKDPYT 3JIEMEHTOB ChINH OOHa-
PY’KHBaeTCs MHOTO TYYHBIX KJIETOK.

HynaHn cMHAPOM — KOMIIEKC Haee[CTBeHHBIX AHOMAJIHMH
(ayTOCOMHO-ZOMUHAHTHOE HacJlefoBaHHe). XapaKTepHBI cTe-
HO3 KJIAIIAHOB JIErOYHOW apTepH¥, HU3KHI pocT, IHIepTeso-
PH3M; NTO3 BeK; OTTONBIPEHHbIE YIIH, S3MHKAHTYC; KPHITOP-
XM3M; AHacTa3 NPsAMbIX MBILIL XHBOTa; AedopManuu cKejeTa
(spina bifida, pectus excavatum u Ap.); ymMcTBeHHas oTcTa-
JsocTh; aHApoTponu3M. HekoTopble AaBTOPEI NpeANOJaralT
JOMHHAHTHOe, clleNJieHHoe ¢ X-XPOMOCOMOM HacjlejoBaHHe.

QuabpaiiTa CHHAPOM — KOMIUJIEKC BPOXKJEHHBIX (ceMeifHO-
KOHCTHTYLMOHAQJIBHBIX) aHOMaJHi (2yTOCOMHO-JOMHHAHTHOE
HacnejoBanne). XapakTepHsl (nbposHas Aucmiasua ¢ Goss-
MH B KOCTAX M CO CIIOHTAHHBIMH IepeJIOMaMH; COJepKaHHe
kanpuua U ¢ochopa B KpoBH, Kak M (YHKOUS HDapaIiuTo-
BHJHBIX JKeJie3, HOpPMaJibHble; OJIeJHO-KOPDHYHEeBass IHI'MeH-
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TanUA KOXKH, HAIOMHHAWOIasA reorpaduyecKyio KapTy; paH-
Hee I0JIOBOE CO3peBaHHe Y JeBoueK (Y MaJbUYUKOB OHO IPOTe-
KaeT HOPMAaJbHO); HePeJKO TMIepTHpeod ¢ Iydersjasuem. [lo-
myckKaeTcsl cylecTBOBaHHe (GOPM C ayTOCOMHO-PeleCCHBHBIM
HacJeflOBaHUEM.

Iepreca—IOHramMAra CHHAPOM — XPOHMUECKHH Ho6poKa-
YecTBeHHBIM I'DaHyJIeMaTo3 HesICHOW 3THUOJIOTHM C IpeuMyIie-
CTBeHHOH JIOKanusanueil B KOCTAX. XapakTepHo GoJle3HeHHOe
NpUINyXaHue majbnes (OAHOTO MJIM HECKOJBKHMX) PYK M HOT ¢
MOKpacHeHHeM, HalOMHMHAIOIIUM obMopoxkeHne. PenTrenoso-
rHYeCKHM ONpeJeNsAIOTC KHUCTO3Hble HM3MeHeHUS B KOCTAX
najbleB: YMepeHHBIN CKJIepo3 M OCTeolopo3; peaKLHd Ile-
puocTa 06bIYHO He HabuofaeTcs; HepeJKo oTMeuaerca Ge36o-
JNesHeHHas AedopManus XpsAlleil Hoca. B KpOBH YacTO BBIAB-
JIAIOTCA JieKoneHus, JUMQONeHUusi, 303MHODUINA, MOHOIU-
T03. IIporHos xopomwuii (o4aru oOGBIYHO JMKBHAMPYIOTCA B
TeyeHHe HECKOJbKHX MecsneB uiau jer). HekoTopsIMH aBTO-
paMu JaHHBIA CUHJPOM paccMaTpuBaeTcd KaK KocTHas ¢op-
Ma CapKoHzo03a.

Iera—Kaexa cuHIpPoM — peikas TreHepajJu3oBaHHas
¢opma JepMaTOMHO3UTA ¢ MOiKUIoAepMuei. BHavasne obGHa-
Py’KuBaeTcs KJINHUYECKAas KapPTHHA XPOHHYECKOro (eGpuib-
HOTO JIepPMATOMHO3UTA C MBIIIEYHOH 60JIe3HBI0 U NPUITYXaHH-
eM. Iloaxxe HacTymaloT BTOPHYHAs aTpodus MBIIL U (DYHK-
OVOHANBHAA MEIMIeuyHas ciabocts. Hapacraer nATHUcTasd,
HAINIOMUHAKOLAA CKJIEePOJepPMHIO aTpodusA smuAepMHca U KO-
U (BropuuHas mnoikuiogepmusi). OBpasyioTcs NATHUCThIE
BTODHYHBIE TeJIEAHTHIKTA3UU C OTJIOXKEHHSMH IHUTMEeHTA.
Ormevaercss o6uuit 3yx. PeHTreHOJOrHYeCKH B OTJEJIbHBIX
clydyasiXx HAXOAAT IMOYTH CHMMETPUYHBIE OTJIOXKEHHUS COoJei
KaJIbIUA B COeJMHHUTEJbHOTKAHHBIX MEPeropoiKax MycKyJa-
TYphl; OJHOBPEMEHHO BBIABJAeTCA OOLWMI (BcieacTBue Oea-
JeAATeJIbHOCTH) OCTEOIOPO3.

Ilomne cMHAPOM — BapHaHT HACJIEACTBEHHOTO IIMKOreHO3a
(ayTocoMHO-pelieccuBHOe HacyiefoBaHWe). BosiedHb NpoOsABIIsA-
erc Ha 2—-6-M Mecsine >KM3HHU. YXYALIAaeTcs anmeTHT U 3a-
MeJJIseTcsl NpUOaBIeHHEe MACCHI TeJa; MOSBISAIOTCA MPUCTYIIbI
YAyIIbSA, IIUAHO3; THIePTPodUpYyeTCcs A3BIK, KOTOPBI B Gonee
MO3AHUX CTAJMAX NOCTeNeHHO cBucaeT u3o pra. Hepeako mo-
ABIAKTCA OTeKH, pBoTa; pebeHOK AuUCTpOopHUYEH; IM'MIaHTCKOe
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cepAlle; TAXUKapAHA; YACTO OINpefesseTcss CUCTOIAYECKH
wym Ha Bepxymke. Ha DKI' perucTpupyioTcs BhIpaskeHHBIE
npusHaku Auddy3HBIX U3MeHeHMH MHOKapja, YKOpoueHHe
untepBasia P-Q. IlporHos ueGiaronpuaTHbINA. JleTanbHbIH
MCXO/ OOBIYHO HACTYNaeT Ha IepBOM rofy kua3HH. CHHApPOM
obycJioBJIeH reHeTHYeCKUM JedeKTOM 9H3UMA — JIA30COMAJb-
HOU a-1,4-rmoKo3uasbl (KMesoil Manbrassl). B peayiabrarte
9TOro CcJiep’KMBAeTCA pacllellleHHe IJIMKOreHa, KOTOPHIA B
TIOBBIIIIEHHOM KOJIMYeCTBe OTKJIAJAbIBAETCS B PA3MIHBIX TKa-
HAX, IPEUMYINEeCTBeHHO B MBIIILE cepAla.

Heiidpdepa—Bebepa—Kpucgena cungpoM — penuausu-
pyIOIIUI JIUXOpajfAIiuii HeHArHAMBAIOI(UUCA y3JOBATHIA
CIMIOHTAHHBIN NaHHUKYNUT. IlosABnAIOTCA GoJle3HeHHBIE OTTpa-
HUYeHHbIe y3JIbl B MMOJKOXXHOM JKHPOBOM CJIOe NPOMEKHOCTH,
ATOJAWIL M HA KOHEYHOCTAX; MepHuojudecKH Juxopajgka. Orme-
4YalTcA XPOHMYECKOe TedYeHHWe, YacTO AJIAN[HecCS T'ONaMH pe-
muceun. ITocse Mcue3HOBeHUs Y3JI0B HA UX MecTe 06pasyioT-
csA yuyacTKH arpodmuueckoit Koxxku. Ompenensiiorcs Jeikome-
HUA (He Bcerja), rHHEKOTPOIIHU3M.

Papena—Ileme cuHAPOM - oOCTeoapTpPONATHS HEACHOH
9THOJIOrMH (BepoATHO, HAacJleJCTBeHHOro xapakrtepa). Orme-
yaloTes AedopManUs MalbleB PYK, pacIIMpPeHHe AUCTAIbHBIX
¢ananr, NOABLIBUX MAaJIbIEB PYK; YaCTO MJIOCKOCTOIHME; HHO-
raa ocreonoposd, obpasoBaHHe KHCT B KOCTAX. Peakmuu co
CTOPOHBI HAJKOCTHHIIBI He HabGMI0JaeTcs, M03)Ke Pa3BHBAIOTCSH
kudoa, X-obpasHble HOrH, cIa6OCTh CYCTABHBIX CBA3OK.

Pejixens cMHAPOM — KJIMHHYECKas KAPTHHA HACJIEJCTBEeH-
HOTO IMOJIMTOMHOrO CYCTABHOTO XOHJApOMaTo3a (ayTOCOMHO-
peliecCHBHOe HacjlefoBaHue). Be3 BUAMMOW NPHYHHEI B CHHO-
BHAJIbHOH 0060JI0UKe CycTaBOB H3 I'HAJMHOBOTO Xpsma obpa-
3YIOTCSl MHOYKeCTBeHHBIe y3JIbl, KOTOPEIe MO3)Ke CPACTAlTCs C
Kancysoil u obbI3BecTBAsIOTCA. IlaToNorus sABIsSeTCS MONH-
TOMHOI, HO OOBLIYHO MOpa)kaeTcs OJHH CYCTAB — MpPeHMyIe-
CTBEHHO KOJICHHBIH, JIOKTeBOil, TasobeapeHHBI. BosesHs
uMeeT No6pokavecTBeHHBIN XapaKTep M JOJro mporekaer Gec-
CHMIITOMHO; HepeJOK BTOPHYHBIN apTpo3; OTMe4aeTcsi aHZPO-
TPOIHU3M.

PnGOnHra cMHAPOM — HBOJIMPOBAHHBIN AH30CTO3 CYCTAB-
HBIX onudus3oB. Onpepensitores AedopManus H «CMOPIIH-
BaHHe» 3MUQU3OB PASJIMYHEIX KOCTEH €O CKJIOHHOCTHIO K OC-
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TeoMansAnuu. PocT KOCTH B JJIMHY OOBIYHO HODMAJIBHBIH, B
peAKuX ciydasx HabiioJaeTcd KapJMKOBBIH pocT, cyObek-
THBHO OTMedaloTcsi GOJb M CKOBAHHOCTH B cycTaBax (mpe-
HMMYyILeCTBeHHO B Ta306epeHHOM U KoJieHHOM). CUMIITOMBI He
XapakTepHBI M, KaK NpaBUJIO, MOABIAKTCA B AerTcTBe. HH-
TeJUIeKT He Hapyluaercs. Vapegka OJHOBpeMEHHO NpPOABJIA-
J0TCA CHMITOMBI rumotrupeosa. IIpeAmosaraeTcssi ayTOCOMHO-
JOMHHAHTHOE HAcJlefloBaHUe.

Pormynpa—Tomcona CHHAPOM — HAacJeACTBEHHBIH aTpo-
¢uYecKHil TeleaHTHIKTATHYECKHI JepMaTo3 ¢ KaTapaKToH
(ayTocoMHO-pellecCUBHOe HaclleoBaHHe). B mepBble Mecslsl
JKUBHU KO)Ka Juna (a 1mo3Ke KOHEYHOCTeN U SArOJHI)) MPUOD-
peraeT MpaMOpHBIi OTTeHOK. Ko)KHble H3MeHEeHUs ODBIYHO Ha-
4YHHAIOTCHA ¢ moAbopoAka. BHadase He)XHas po3oBas MpaMop-
HasA ceTh HA KOXKe paclIupseTcs M CTAHOBHUTCA KOPHYHEBATO-
KpacHoOBaToOH, a 3aTeM >KeirteeT. B Bospacre 4—6 ser 6bicTpo
pasBMBAIOTCA JABYCTODOHHSIA KaTapakTa, paHHee IOCeeHHe M
miaemnBocTh. OTMevaroTest AuUCTpo(dUsi HOrTell; HapyIIeHUs
pasBuTUs 3y6OB; pasIUUYHbIe HApYIIeHUs BHYTPeHHeH ceKpe-
IHUH; YacTO — THIOIJIA3USA sSHYeK, ciabopasBUThle BTOPHYHEIE
[OJIOBbIe TPU3HAKH; TAK HA3bIBaeMblil IOBEHHJIbHBIH apTepHo-
cKJIepo3. PeHTreHoJIorn4ecKn 4acTo ONpefessioTCs dIH- H Me-
Tadu3apHble HaPYIIeHUs S9HXOHAPAJIBLHON achUKCHH.

Porrepa—9p6a cuHAPOM — AMCIJIA3HSA COeAMHHUTEJIbHOU
TKaHU (CKeJieTa, CyCTaBOB M MX KaIlcyJ, cBA30K). OTmeuaror-
csl HUBKUI MJIM KapJIMKOBBIM pocT; BpPOXKJeHHas caabocTh
CyCTABOB C MHOXXECTBEHHBIMH BBIBHXAMH M IOJBBIBHXaMH;
HepeJKo crubarenbHble KOHTPAKTYPBI; BPOXKJeHHAs MHOXe-
CTBeHHAsdA AHUC- WJIM arasus snudH30B; AUCIIA3HA KocTei
najoHell u cron (6paxumeranoxusi, 6paxuMerakapnus, 6pa-
XMMeTaTap3us); AHCIJIAa3us TMO3BOHOYHHKA (KHGPOCKOIHO03);
aucnnasus depena (6paxnnedanus, gedopMaius OCHOBaAHUSA,
TOHKHEe KOCTH); QHOMAJIMHM CTOIl; MHOXXeCTBeHHBbIE JIeTaTelb-
Hble IepernoHKH (NITHPUIHU); OrPaHNYEHHAs WJIM IeHepasiu3o-
BaHHAA aTPOopUA KOCTed M MBINIL; AUCIJIA3US QJIMHHBIX KOC-
Teil (YKOpoueHMe M yMeHbIlIeHHe); MHOXKeCTBeHHble aHOMa-
JIMM BHYTPEHHMX OpPraHoB (IpPeMMYIeCTBEHHO T'MIIONJIAa3us);
runepTpodusa MOJKOMHOrO KHpoBoro cios. Ilpeanosaraercs
ayTOCOMHO-pellecCUBHOe HJIH (pe)ke) AOMHHAHTHOE HacJego-
BaHUe.
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Canduaunmo cuHAPOM — Pa3HOBHAHOCTH HACJIEACTBEHHBIX
MYKOIIOJIMCAXapuI030B (AyTOCOMHO-PELleCCUBHOE HAacJef[0Ba-
Hue). OTMeuaOTCss YMCTBeHHAA OTCTAJOCTh (BIJIOTH JO UAMO-
THH), TUIIEPTPHXO03, cpociuuecs GPOBH, IIMPOKaA CIHHKA HO-
ca, JIETKH# TIHIEepTeJOpU3M, 3acThIBIIAA MHMHKa, MaKpO-
IJIOCCUS; PeNUAUBUPYIOIMINE HWHPEKOHUH BEePXHHUX AbIXaTelb-
HBIX IyTei, remaToMerajus, yTOJIIeHHe KOCTeil depema, ma-
TosOornYeckue (OPMbl TOSACHUYHBIX IO3BOHKOB; 3aJepikKKa
pocTa, HapyIIeHHS cJyXa, ompeZesisieTcd 3HAYHUTE]bHOE YBe-
JIMYeHHe KOJIMYecTBa KUCIIBIX MYKOIOJINCAXapUAOB B MoYe.

CTHKJepa CHHAPOM — KOMIUIEKC HacJleACTBEHHBIX aHOMa-
Nl cycTaBoB M riya3 (AyTOCOMHO-ZOMHHAHTHOE HAacJeoBa-
Hue). IlepBble CHMIOTOMBI MOABJIAIOTCA B JETCTBEe: BPOXKIEH-
Hasl BeIpa’KeHHAasi 6JIM30PYKOCTH, JereHepaTHBHEIE U3MEHeHUS
CceTYaTKH, KOTOpble MHOTJa OCJIOXKHAKTCH BHE3amHOH cy6ro-
TarbHOU abnsanueil ee, yro BemeT K ciemoTe. Hepeako B oc-
JleniieM rja3dy pasBHBAlOTCA KaTapakTa, BTOPHYHAsA IJIAYKO-
Ma, XPOHHYEeCKMH YBEHT, KepaTomaTHs, IPOMCXOAUT CMOP-
IUBaHHe rJadHoro s6ioka. B oTaenpHBIX caydasax Habmioga-
eTcsl pacljenyieEue demawcreit. Ha Oosiee mo3gHMX cTagusax,
HepefKo B 3—4-M [eCATHJIETHH >XH3HH, NOSBIAETCS TAMKelas
apTponaTHsA rJIaBHBIM 06pa3oM Ta3obeJpPeHHBIX, KOJEHHBIX H
roJIeHOCTONHBIX cycTaBoB. IIpu Guoncum CHHOBHAJIBHON 060-
JIOUKH CYCTABOB M GHOXMMHMYECKOM HCCJIeJOBAHHH KPOBH OT-
KJIOHEHHH OT HOpMBbI He HabGmiogaerca. IaMeHeHHsA BO BHYT-
PeHHeM yXe BeIyT K TYTOYXOCTH HJIM MOJHOM riayxore. WHo-
rZa BCTPedYalTCs CIUIOIeHHble MO3BOHKH, KudO3, pexe -—
kudockonnos. Kpome Toro, GosbHEIE AeTH YacTO CTPAjaiOT
BOCIIAJIEHUEM CpeJHero yxa.

Teii6n CUHIPOM— KOMIUJIEKC HacJeACTBEHHBIX AHOMAJHH
(pemeccuBHOe, cuenyieHHoe ¢ X-XpOMOCOMOIi HacJeJoBaHHE).
OTMeualoTCs HMBKHIl MJIH KADJIHKOBBIH POCT, 3aJepXKKA YM-
CTBEHHOTO Pa3BUTHSA, PeuH, AaHOMAJUHU JIMIA — YBeJHYEeHHBIH
yepen ¢ BBIJAIOIMMHCA JGOM M 8aTHIJIKOM, IHIEPTEIOPU3M,
TAK HA3bIBAEMOE AHTHMOHTOJIOMJHOE PACIOJIOXKeHHe I'IasHBIX
meJsieif, MHPOKas CIMHKA HOca, HeBbIPA)XKeHHAS JHCIIA3US
VIUHBIX PAKOBHMH, OTTONLIPEHHBIE YIIH, AHOMAJHS DPACIOJO-
JKeHHusl 3y6oB, THIOJOHTHS, pacIlell/IeHHOe BHICOKOe HeGo;
rJIyX0oTa MM TYroyxocTh, o6ycJIOBJIeHHEIe HapyIleHHeM pas-
BUTHS BHYTPEHHEro yxa, WMHOTAA JereHepanus CJIYXOBOTO
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HepBa; AUCIJIACTHYECKAS TPYAHAHA KJIETKAa, yBeJHYeHHOe pac-
CTOSIHME MeXKAy TPYAHBIMH COCKAMH, TYTOMOABHIKHOCTH JIOK-
TeBBIX CYCTABOB, OrpaHMUYeHHAs CyNUHALMA B CycTaBax KHC-
TH; AUCIJIA3USA KHUCTeil W CTON; KJIMHOJAKTUIUA, Gpaxupak-
THUJIMS, 9ACTHYHAS CHHAAKTHJMSA, MIONJA3MA HOTTel 6osb-
MIMUX NajbleB HOI; HepeJKO HeIoJIHOe 3aKphITHe POXHHUYKOB.
PeHTreHOJIOTMYECKH ONpeJesIAIOTCA  3a/lepKKa PasBUTHSA
INMHHBIX TPy64aTHIX KocTeil, obpasoBaHMe NCEeBJOSNH(HUIOB,
CKYJAHAST WJM IOJHOCTBIO OTCYTCTBYIOINas ITHEBMAaTHU3ALUA
NpUAATOYHBIX [asyxX Hoca, YTOJIIeHHe OCHOBaHMs deperna,
MHO<eCTBeHHbIe pacllellJleHUusI B MIO3BOHKAX, AUCIJIA3usA KocC-
Teill Tasa, MUCIJIA3UMA TOJOBKH JIydeBON KOCTH. BhIpakeH aH-
JIPOTPOIUBM.

THMaHA CHHAPOM — HacJleICTBeHHOe 3abojieBaHKe MaJbleB
PYK M HOr y IOHOIIeil (ayTOCOMHO-JOMHHAHTHOe HacJe[oBa-
Hue). Ilopa)kaloTcsi IpeMMYIIeCTBEHHO CpeJHHe MM KOHIle-
Bhle Me)X(daJlaHrOBble COYJIEHEeHHs NBYX MJIM TpeX MNaJbleB
PYK, OCHOBHO} cycTaB GOJIBLIOTO Hasiblla HOT U IepBbIH TOP-
co-MeTaTap3aJbHBI cycTaB. PeHTreHOJOrM4ecKH IOpaX<eH-
Hble anNU(U3Bl YMEHbIIATCA U YacTo pesopbuupyrorcsa. Co-
oTBeTCTByIOIas (ajaHra B3adacTylo yKopodeHa. DBosesHs
06BIYHO HAUMHAETCs IepeJ MOJOBBIM co3peBaHueM. Haneue-
HUe HepeJKO CIIOHTAHHOE, YaCTO OCTAIOTCS TAXKejble aTpodu-
yeckue u3MeHeHusi. Ilpeamosaraercsd TaK)Ke ayTOCOMHO-
pelieccHBHOE HacJiefloBaHUe.

Pabpu CHHAPOM — MCKJIIOYUTENHHO PeIKO BCTpedawmaacs
dopma docdaTun-resaypucMosa (JOMHHAHTHOe, CIellJIeHHOe C
X-xpomocomoii HacliefoBaHue). XapaKTepHbl TOYeUHble HJIU
Gosbleil BeJMYMHBl CHHIOLIHBIE MJIH YepHOBaThle obpas3oBa-
HHUA B KOXKe (MpenMyIlecTBeHHO Ha rybax, IeKaxX, B IOJMBbI-
[IeYHBIX BIAJWHAX, HA MyIKe, MOIIOHKe M Ha KOHIEBBIX (a-
JlaHTax mnajblieB), YMeHbIIeHHOe IMOToOTAesJeHHe. PaHo pas-
BMBAIOTCS IapecTe3WH BePXHUX KOHeYHOCTeil ¢ peBMATOMA-
HBIMH G0JIIMH, MO3Ke MPHCOeJUHAIOTCS Pa3fpakuTeJbHOCTh,
rosoBHas 60Jb, CHHX>KeHHE YMCTBEHHBIX cmocoGHocTeif. Ha-
6iroaeTcs KapAHMOBa30PeHANbHBIH CHMITOMOKOMIIJIEKC: OTeK
HIKHUX KOHEYHOCTel, IMoyeyHas HEJOCTATOYHOCTH C IOCTO-
SHHOI M30CTeHYpHell U BpeMeHaMH yBeJIMYeHHOe KOJIHYeCTBO
ocTaTOYHOro asora B KpoBu. OmpejgensiioTcsi paclinpeHHe
cep/la, CHCTOJNMYECKHIl IIIyM Ha ero BepxyIlIKe, I'MIePTeH-
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3ud. ApTepuu M BeHBI IVIA3HOTO JHA H3BUTHL. BojewT mouTH
HMCKJIIOYHUTEJTbHO MY’KYMHBI.

®@entH cuHApPOM — ¢opMa PeBMATOMAHOrO apTpUTa. Xa-
PaKTepHbl PeBMATOMIHBIN TMOJIUMADPTPHUT, YBeJHYeHHAS ceje-
3eHKa, JIeHKONeHUs, IPAHYJONUTONEHHUs, TPOMGOUTONEeHUS,
aHeMusd, rMIep- U AUCIPOoTeMHeMHs. B Gosee mosgHUX cTagu-
AX OTMedYalTcs reHepajJu30BaHHOe NPUNyXaHHWe JUMpaTHde-
CKHX Y3JI0B; OTKPBIThIE YACTH Teja C JKeJITO-KOPHUYHEeBOH
OUrMeHTanuell; aXuIus, U3bA3BIEHUS CIHU3UCTOU 06OTOUKH
nojiocTu pra. B KOCTHOM M03ry onpejgensiloTcs NaHTeMOIIUTO-
MeHUs, PETHKYJIONHUTO3. BrlpakeH rHHEKOTPOIU3M.

Ppancya CHHIPOM — HaCJIe[CTBEHHBIH JUIOUZ03 C MPOSB-
JIeHUSIMH B POTOBMIle, KOCTAX M KOXXe (2yTOCOMHO-DelecCHB-
Hoe HacjleffoBaHue). XapaKTepHbI AUCTPOGUS POroBHLE (pas-
JIMYHOW BeJMYMHBI IIOBEDXHOCTHblE M IHEeHTPaJbHBIE CYGamu-
TeJnajbHble IOMYTHeHHUs), OCTeOXOHJApPaJbHAs JUCTPODUS
AMCTAJILHBIX KOHIOB KOHeuHocTed, AucTpodms Koxu (obpa-
30BaHMe KCAHTOM HA /JOpCANbHOH IOBEePXHOCTH MeTaKapIo-
(dasaHreaNbHBIX M JIOKTEBHIX CcycTaBoB). Bce mnposiBieHHs
cuMMeTpuuHbl. PocT HopManbHEIH. IledeHb W celedeHKa He
YBeJIN4YeHBbI.

XarjJynjaa CHHAPOM — DA3HOBHAHOCTb MATOJIOTHU IATOY-
HOM KOCTM C PeaKTHBHBIMH H3MEHEHHSAMH B OKDPYXKAKIIUX
MATKHX TKaHAX. OnpejfesnsioTrcsi TBepjble YTOJIEeHUA B 06-
nactu Oyrpa NATOYHONW KOCTH, MeCTHAs THIIePeMHS KOKH,
Gonb mpu manbnanuu. PeHTreHoMOrgdueckW B JaTepabHOM
no3unuu HabaioJaeTcsd 3a0CTPeHHBINH BepXHe3aAHHil Kpail ms-
TOYHOH KocTH. KIMHHMYecKMe cHMNTOMBI 0OyCJIOBJIEHBI OCCH-
GUUMPYIOIIAM TEeHIHHHUTOM, OYpCHTOM M TeHOAWHHeH Ha
MecTe NMPHUKPeNJeHUs aXHJJI0oBa CYXOMKHIIUA.

Xapouna—MioJuiepa CHHAPOM — HacJleJCTBeHHAs HAHOINA-
THYeCKas ruepxojecTepuHeMHs (ayTOCOMHO-JOMHHAHTHOE
HacslefloBaHye). XapaKTepHbl NamyJie3Hble HJIH Tyb6epo3HEIe
KCAHTOMBI HA JIOKTAX, KOJIEHAX M BeKaX; KCAHTOMATO3 Be-
HEYHBIX COCYJOB ¢ fIBJIeHMAMH TpyAHOH >kabbl; mpekaeBpe-
MeHHOe 0OpasoBaHHMe CTApYeCKOil Ayrd PoroBHULl. B KpoBH
YBeJIMYeHO cojep)KaHHe XoJjlecTepMHA, BUTAMHHA A H Kapo-
THHOB. CHMIITOMBI NPOABJSIOTCA B MOJIOAOCTH, MHOIJA Aaxke
B JleTCTBe.
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XapTHyna cHHADOM — HAcCJe[CTBeHHble HapyIIeHHsd Bca-
chlBaHMSA TpuUOTOodaHa B TOHKOM KHIIEYHHKe (ayTOCOMHO-
penieccuBHOe HacjeZoBaHMe). XapaKTepHBbI NMOBBIIIEHHAS UYB-
CTBUTEJHOCTh K CBeTy, aTaKCHUs, YMCTBeHHas OTCTAJIOCTh;
IocKas KpuBas TpunrodaHa B KPOBHM IOcCjle IpHeMa ero
BHYTPb; THOepTpuntodaHypus; HeH3MeHHOe CcoJep)KaHHe
rpuntodana B Kaje. OGBIYHO OJHOBpeMeHHO HabIIOJalOTCA
HapyIIeHus o6MeHa ¥ APYTUX aMUHOKHCJIOT.

Xenpa—Illonnepa—Kpucyena cuHIpoM — HacjelCTBeH-
HBIA TpaHyJIeMAaTO3HBIM Te3aypHCMO3 XOJIeCTepUHA, MM 6o-
JIe3Hb HAKOIJIeHUs (BO3MOYKHO ayTOCOMHO-pPeIleCCUBHOE HJIH
pelieccUBHOe, CIeIJIeHHoe ¢ X-XPOMOCOMOil HacjeJoBaHUe).
XapakTepHbl M3MeHeHUsl B cKejeTe (O4ard NpPOCBETJEHUS B
KOCTAX 4Yepema, GeApeHHOH KOCTH, MO3BOHKAX); ITydYerjasue;
runodusapHble CUMIOTOMBI (HecaxapHBIH AuabeT, OKHpeHHe);
3aZiepyKKa pocTa; yBeJWdYeHHe MeYeHH U ceje3eHKH. Vspenka
6b1BaeT skeaTyxa. OTMedarOTCs KOXKHbIE CHMITOMBI (KCaHTO-
MBI, TanyJie3Has 5K3aHTeMa M IIypIypa); KpOBOoTedeHHe H3
neceH, Gesbosie3HeHHOe BhINajeHHe 3y60B (OOGBLIYHO NEpPBHIMU
BBINAJAIOT KOpPeHHBbIe 3y6bl); MHpaHTHIN3M. B KpoBH yBenu-
4eHO cojep)kaHue XonecrepnHa. Tpuaga Kpucuena — gedex-
ThI KOCTeil uepemna, mydJerjiasue, HecaxapHblii auaGer, — Ha-
6oaeTcss He BO BCeX cCiydasx. BoJel0T ImpeuMylecTBEeHHO
JIeTH ¥ I0HOIUH.

Xoara—Opama cHHAPOM — HacJeJCTBEHHOe CcOYeTaHHe
aHOMAaJMH pasBUTHSA cepAlla M BePXHHUX KOHeuHoCcTel (ayTo-
COMHO-ZIOMHHAHTHOe HacJiefloBaHNe). XapaKTepHBbI BPOXKJEH-
HBI JedeKT cepauma 6e3 muaHosa (dame medeKT MeKmpen-
Cep/HOM TMeperopofKH) M pasaMYHOro BHUAA JedeKThl miede-
BOM, JIy4eBOi, JIOKTEBOM KOCTeH M KOCTel KUCTH.

IllamGepra cMHAPOM — pa3HOBHAHOCTH HACJEACTBEHHOMN
AHTHONATHYECKOH MypIypsl (AyTOCOMHO-TOMHUHAHTHOE HacJlie-
nosaHue). IloABAAIOTCS MeJKHe TOYeuHble, KOPHMUHEBATO-
KpacHOBaTble MATHA INpPeHMyIlecTBeHHO B obsactu 6Gosblie-
GeproBoif KocTH, a TaK)Xe Ha THIILHOW MOBEPXHOCTH CTOILI, B
OOJKOJIeHHOMH siMKe M Ha Gegpax. Hepexko uepes HecKoJIbKO
MecsIeB Chlb HcyedaeT. Jalge 60Je0T MAJbUHKH.

Illapna cHEAPOM — CMELIAHHOe MOPAYKeHHe COeTHHUTENb-
HOM TKanu. XapakTepuayeTcsi HAJIWYMeM OCHOBHBIX CHMIITO-
MOB, THIOHMYHBIX JJIA BceX GOJIBIIMX KOJIJIAT€HO30B: CHHIPOM
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PeiiHo, NpUNYXJIOCTh THITBHBIX MOBepXHOCTE! KUCTe# M cTom:
MOJIMAPTPUT, MUO3UT; HAPYIIEHUA MOTOPUKH MUINEBOAA, MH-
TepcTUINHANBHBINA Gubpo3 nerkux, muMdbageHOIaTHA, CKIEpPO-
JlepMusl; KOXKHasf 9K3aHTeMa, MpHcyIlas KPACHOM BOJIYaHKe,
JMXOpajKa, mojucepo3ut, Hedpomarusa. Hepeako ormeuaror-
csl CIIJIEHOMeraJins, renaToMerajus; HeBPAJIIrHA TPOWHUYHOTO
HepBa. YBennueHa COD; BHIABAAIOTCA aHEMHsA, JeHKONEHUS.
B kpoBM omnpejensiloTcs aHTHHYKJIeapHbIe aHTHUTeNa B GOJb-
ILIOM THUTpe, AHTUTEeJa NPOTHUB clHenudUYIeCKOro IKCTparu-
pyeMoro aHTUIeHA siJep; aHTHUTeJa NPOTHB [Je30KCHPUGOHYK-
JIeMHOBO# KHcsoThl; LE-KieTkn.

IllerpeHa cHHAPOM — XPOHMYECKOe CHCTeMHoOe 3aboJieBa-
HHUe C HeJOCTATOYHOCTHI0 BCeX ’Kejle3 BHEIIHedl CeKpeImuu.
OTMeuarTCs CyXOCTh CIM3UCTHIX 000JI09eK, KOHBIOHKTHBHUT,
KepaTHUT, TMIOJAKpUMalus, PUHUT, (GapUHrOTPaxeoGPOHXHUT,
BYJBBHUT, BArMHHUT; KCEPOCTOMHSA, AUCHYHKIHUA OKOJOYIIHOMN
JKeJle3bl ¢ YBeJIHUEHHEM ee Pa3MepoB; aHAMAHOCTH MJIM axXHu-
JMsA, XpOHMYecKasi XOJIeMCTo- M MaHKpeaTonaTus; aTpodus
NOTOBBLIX M CAJIbHBIX jKeJie3 KOXKH, KcepoaepMmusd, dorogepma-
T03, ¢orodobus, TereaHrHIKTA3UM; HAPYIIeHUS KalabOudu-
Kauuu 3y6oB M KocTell, XpPOHHYECKHH MOJHAPTPHUT, KOTOPHIH
4acTo fABJISETCH PAHHUM INPH3HAKOM; XPOHHYECKHH apTepHUT
¢ raHrpeHoil KoHeuHocTeil. OmpejgendAloTcsA I'HIep- HJIH Iapa-
nporenHeMusi (0OBIYHO TrHIepraMMarjiobyJIuHeMHus, THIep-
¢ubpuHOreHeMHs); 'HIOXPOMHAsA aHEeMHs, YMeHbIIeHHOe KO-
JINYEeCTBO Kejle3a B ChIBOPOTKe, cyGdeOpHiabHASA TeMIepary-
pa. BoneroT npeumyliecTBeHHO >KeHWIMHBI B KJHMaKTepHue-
CKMIl WM MeHONAy3aJbHLI TepHOJ, & TaK)Ke MOJIOJbIe
JKeHIMHBI C OBApHMAJIbHOM HejocTaTOYHOCTHIO. [s1 3aboue-
BAHMSI XapaKTepHa CMeHa peMHcCHil U penuausoB. IIpexmo-
JlaraeTcs ayTOCOMHO-peljeCCHBHOe HacJiefOBaHHe.

IllejfiepMaBBa CHHAPOM — HACJe[ACTBEHHBINH Ype3MepHBIH
TOpPaKaJbHbIH KHU)O3 y MOJOABIX JIOged (ayTOCOMHO-XOMH-
HaHTHOe HacyiefoBaHue). TyJOBHINEe HAKJIOHEHO BIepel, IPH
culeHHH GBICTPO HacTyIaeT yTOMJIeHHe M MOsiBJIsieTcs GoJlb B
rpyaHoi kyerke. OrpaHuYeHs! ABHXKEHHS B 06JaCTH CpPeXHHX
M HM)KHHUX TIPYAHBIX I03BOHKOB. 3aGosieBaHHe OOBIYHO MpO-
sBasiercss B Bodpacte 10-13 ser. PasBuTHiO GosNe3HHM cmocob-
CTBYIOT (pU3HUYecKoe HeJOpasBUTHe M TiXejad (U3AYecKas
pab6ora. PeHTreHOJOrHYeCKM OMNpPeAesAIOTCA BBIPAXKeHHBIH
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TopakaibHBIN KH(03, nedopManuM FPYAHBIX MO3BOHKOB, BBI-
3BaHHBIe ACeNTUYECKMM HEKDPO30M HX anodu3oB; TIPHIKH
IIImopasa.

IllepemeBckoro—TepHepa CHHAPOM — COYeTaHHEe MHOXKe-
CTBEHHBIX HACJIE[[CTBEHHBIX aHOMAJIUH (BepPOATHO, AyTOCOMHO-
JIOMUHAHTHOEe HacJeJoBaHHe MJM MHOTJa pellecCUBHOe, CIel-
nerHoe ¢ X-xpomocomoit). OTMeualoTcs ABYCTOPOHHSASA Ilepe-
noHka weu (BecbMa XapaKTepHBIH, HO He o006s3aTeslbHBIH
CHMITOM); BCe CHUMITOMBI CHHApOMa BoHHeBHM—VYIIbpUXA;
pocT BoJloc HAa HHM)KHeil rpaHWIe Illed; OpraHbl, CB3aHHBIE C
acTporeHaMu (MOJIOYHBIE JKeJle3bl, MaJjble IIOJIOBble TyOBI,
BJIarajidine, MaTKa), oCTAlOTCs WHPAHTHIBHBIMH, & Pa3BUTHE
60JIBIIMX MOJIOBBIX T'y6, BOJOCAHOrO MOKPOBA HOAMBIIIEYHBIX
BHAAUMH M B o6JacTH reHUTaIui, obyclIOBIeHHOe JelicTBHeM
AH/POT€HOB, MPOTEKAeT HOPMAJBHO (JHIIb B OTAEJNBHBIX CIY-
gasgx C 3amlo3JaHUeM U PYAMMEeHTapHO), NepBUYHAsA aMeHo-
pesi; HUBKUU WMJH KapJIUKOBBIH INPONOPIHMOHATBHBIN pOCT ¢
3aMo3fajblM OKOCTeHeHHMeM Xpslleid dNu(HU3apHOH 30HBI;
MHOX>KeCTBeHHble HedopManuy TPYAHOH KJIETKHM; UYpe3MepHO
6oJIbIIOE PACCTOSIHME MeXKJAy CcocKaMu. XapaKTepHbl BsJoe
BBIpAXKEHUe JINIA, [OJYONylleHHble BeKH M YIJIbl pra («JIHIo
chuHKca»), areHeaus MJM AucreHedus rosax. Omnpenesnenue
moJla 0 XPOMOCOMAM JaeT pasjudYHble pe3yJbTaThl. B chIBO-
POTKe KpPOBM 4YacTO MOBBIIIEHO cojgep)kaHue ¢ocdopa. B
GOJIBIIMHCTBE CJIy4aeB yBeJIHMYHMBAeTCs BhlJeJIeHHe TOHAJ0-
TPOOMHA M yMeHbllaeTcs BbigeJleHHe 17-KeToCTeponOB
(17-KC) ¢ mouoit. YacTel Apyrue aHomannu ckejera (pebep,
NMO3BOHKOB, HAJKOJIEHHOH YallleyKH), IJIyXOoTa, KaTapakTa,
nyderjiasve, NATMeHTHOe IepepoXKJAeHHe CeTIaTKH, CyKeHHe
nmepemeiika aopThl, AedeKThl MeXKIKelyJOoYKOBOH INeperopoj-
KM cepAua; MovyedyHble aHOManuu. VHTeNNIeKT o6bIYHO HOP-
MAJILHBIH MJIM HECKOJBKO CHUIKeH.

Daepca—Jlanaoca CHHAPOM — HAcJeJCTBeHHAs Me3eHXH-
MaJibHASl JUCIJIABMSA C TPOSIBJIEHWUSIMH B KOXe W ONOpPHO-
JBHraTeJbHOM anmnapaTte. XapaKTepHbl TUIEPAJIACTHYHAS M
JIerKOpaHUMAas KOXKa, '’MIIePIUTMeHTAUs, PelHINBUPYIOIIHe
reMaToMbl, cjaboe pasBHTHe MOJKOXHOIO >XHPOBOTO CJIOS;
ypeaMepHas IOJABMXKHOCTh CYCTABOB, 4YacThle MOJBBIBUXH H
BBIBHXHM, THIIOTOHMSA MYCKYJaTypbl; HEpPeAKO — SIHKAHT,
CKOJIHO3, CHHIAKTHJINS, OPOHX09KTa3bl, & TAKXKe HAPYIIeHHe
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uHTeJIeKTa. Pasnuualor naTe ¢gopMm: I — APKO BBIpaKeHHBIE
CHUMITOMBI; 2 — MeHee BhIpa)KeHHbIe CHUMITOMEI; 3 — B CHM-
nToMaTuKe mpeobGiagaeT ype3aMepHas MOABUIKHOCTH CYCTABOB;
4 — MOMHHUPYIOT pelMAUBHUPYIOIIHe reMaToMbl; 5 — dopMa ¢
npeobiajaHueM TrumepasacTHYHON koxku. IlepBele ueThIpe
¢GopMBI XapaKTepU3yITCA ayTOCOMHO-JOMAHAHTHEIM HacJeJo-
BaHWEM, a IATASA — PeleCCHBHBIM, CIEIUIEHHBIM ¢ X-XpOMOCo-
Moif. KinHnveckue nposiBjieHusa mociefHeir GopMel 00ycI0B-
JeHbl JedHUIUTOM JIM3MJIOKCUJIA3Bl, KOTOpasg KAaTaJU3UpPyeT
OKHCJIUTeJIbHOE e3aMHHUpPOBaHHe JIM3UHA U IMPOKCHJIN3HHA.

Qaanca—san-KpeBenpaa CHHAPOM — pegKo BcTpedalo-
muiics KOMIJIEKC aHOMAJIUM ¢ AUCIJIadueil MPON3BOAHBIX IK-
TO- M Me30/lepMBI (ayTOCOMHO-pelleCCHBHOe HacJjeJoBaHHUe).
XapakTepeH XOHIPOAMCIJIIACTHYECKHII HU3KHH pocT. PenTre-
HOJIOTHYECKH ONpeJesIfAlOTCs YKOpPOUYeHHe MJIMHHBIX TpyGua-
TBIX KocTeil (ocobeHHO mpeAnJedbs U TOJIEHH), ABYCTOPOHHASA
NOJIMAAKTHIINA, MOJMMeTAKAPNAJIHA, MOJUMeTaTap3asnsd,
MHOX>KeCTBEeHHbIe BK30CTO3bl, TMIONJAa3us 3y6OB M HOrTeH.
Hepenko oTmevalTcs ajionenus, BPOXKJeHHbIe MOPOKH CepJ-
na, KPpUNTOPXHU3M, dMMUCIAANA, P'HIOCTIagUA.

9pa-1 cuHApPOM — BApHMAaHT HACJIEICTBEHHOTO IJIMKOTeHO3a
(ayToCOMHO-pellecCHBHOe HacJiejoBaHHe). XapaKTepHHI rema-
TOCIJIeHOMerajius, MaJiblii pocT, obmas MblledHas cjaabocTs,
ocobeHHO npu GU3UYECKOH HArpy3ke; TPAaH3UTOPHAS MHOTJIO-
6unypusi. CuHApPOM o0OyC/IOBJIEeH TeHeTHYeCKHM OH3WMHBIM
AedeKToM — reHepaJM30BaHHBIM JedUUHTOM ¢ochopHuiassl,
4YTO BeJeT K HAKOIJIEHUIO MJINKOreHa B MeYeHH, B CKeJIeTHOH
MyCKyJIaType U B MBIIIE CepALa.

9pa-II cuHAPOM — BapuMaHT HACJEeJCTBEHHOrO INIMKOreHO3a
(ayTOCOMHO-peLiecCHBHOE, a TaK)Ke pelleCCHBHOe, CIelJIeHHOe
¢ X-xpomocomoii HacienoBanue). OTMeualoTcss BhIpaXKeHHAS
renaToMerajus, pasMepbl IMe4eHH HECKOJBKO YMeHbIIAITCH
mocJie JOCTHIXKEHHs IMOJIOBOW 3pesiocTH. XapaKTePHbl MAaJIbIi
pocT; HaKOIJIEHHEe MOJKOXKHOrO JXKHpa Ha ArofAHIAax; CKJIOH-
HOCTb K KPH3aM C THNOIJIMKeMHeil, aluo30M H PBOTOMH; I'H-
nepaunemusi. CHHAPOM 00ycJIOBJIEH NreHeTHYeCKHM 9H3MMHBIM
pedekToM — AedHIMTOM AKTHBHOH NeueHOYHOH docdopnia-
3bl, YTO BeleT K HAKOIJIEHHIO IVIMKOreHa, IVIABHBIM obpasom
B IeYeHH.
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I'IABA 2

OCTPASI PEBMATHYECKAS JINXOPAJTKA
(OPJI) © XPOHHYECKAS
PEBMATHYECKAS BOJIE3Hb CEPJIIIA
(PEBMATH3M)

PeBMaTH3M [0 HACTOSILEr0 BPEMEHH OCTaeTCs aKTYaJbHOM
npobyieMoii MeAuATPUU U B CTPYKType peBMaTHYeCKHX 3abo-
JIeBaHU# JeTCKOro Bo3pacTa IO-IPe)KHeMy 3aHMMaeT OJZHO H3
nepBhIX MecT. PeBMaTH3M BeTpedaeTcsl MPaKTHYECKH BO BCeX
KJuMaToreorpau4ecKuX 30HAX. B CBA3HM ¢ IIMPOKHUM BHe-
JpeHHeM aHTHOMOTHKOB pAaCIpPOCTPAHEHHOCTHb ero 3a IOCJej-
HHe JecsATHUJIETHS pe3Ko CHHU3WJIack M, 1o JaHHEIM BO3
(1989), cocrasnsier B cpegHeM 5 caydaes Ha 100 000 nacese-
HuA B roj. B Poccuiickoit @enepanuu u B Hauleil pecnybianke
B CPeJlHEM YacTOTa BCTPEYaeMOCTH peBMATHM3Ma He IpeBbIlIa-
er 2,2 cayuas Ha 10 000 gereii.

Bnarogapst npoBefieHHIO MIKPOKOr0 KOMIIJIEKCA COLMAJIbHBIX
M MeIMIMHCKUX MepPONpHUATHH B Halleil crpaHe aro 3aboJiesa-
HUe CTaJI0 BCTPeuaThcs HeCKOJBbKO pexke. BarkHelmieir mpezamo-
CBIJIKOH 3TOro ABHJIOCH OIlpejieJieHHe IJIABHOTO 3THOJIOTHYECKO-
ro ¢akTopa peBMATH3Ma — IE€MOJHTHYECKOIO CTPENTOKOKKA
rpynnsl A. BunnummHOnpoduiakTHKa, IPOBOAMMAs B CBA3U C
9TUM, 3HAUUTEJbHO YMEHBIIMJAa KOJHUYEeCTBO DPEIUAUBOB Go-
JIe3HM, M3MEHMUJIa XapaKTep ee TeYeHHs, CHU3UJIA BePOSTHOCTH
¢opMupoBaHNA peBMATHYECKHX IOPOKOB CepALa.

OnHaKo ciefyeT ckasaTh, UYTO HeOOXOAMMO HepecMOTPeTh
CPOKM 'TIpOBeJleHHsl OUIMUIMHONPO(PHIAKTAKH, BepOSITHO,
npoAius ee XoTdA 6bl o 20-neTHero Bodpacta. OneiT pa6oThl ¢
eTbMH, GoJIeIOmMMM PeBMATH3MOM, IOKa3al, 4TO y 60Jb-
IIMHCTBA U3 HHUX IO MCTeYeHUH o00sA3aTeNbHOI 5-leTHeill 6u-
LMJITMHONPOMMIAKTHKY IIOCJIe ee OTMeHBl pPeBMATHUeCKHii
nponece obocrpsercs. IIpUYHMHBI 9TOr0 SBJEHHUS KpPOIOTCA B
MMMYHOreHeTHKe 3a60/leBaHUA.
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PeBmaTn3aM HasbIBaloOT elle 6ose3Hb0 Cokosbsckoro — Byito
B uecTh MeJMKOB, ONMCABIIMX ero. B Hacrosmee BpeMsa
(MKB-10) ciegyer cuuTaTh NPUHATBIM TEePMHH «OCTpPas peB-
MaTuuecKas JMXOpajfKa», MOHMMAas IO HUM OCTPYIO aTaky
peBMaTH3Ma, NOAYEePKHBAsA 3THM CAMOCTOATENbHYI (opmy
6oJie3HH, PeJKO He MPHUBOAAMEH K (OPMHPOBAHHUIO NOPOKOB
cepana. JTO CBHAETEJIBCTBYET O KJHMHHKO-MODP(]OIOruuecKom
nosiumopdusMe peBMaTH3Ma, B OCHOBEe KOTODOTO JIEKHT
3aTHONATOreHeTHYecKas reTeporeHHocTkb.

PesmaTnaM — 370 MHGEKIHOHHO-aJlJIeprH4ecKoe CHCTeM-
Hoe 3abojieBaHMe COeJMHHUTENbHOH TKAHH ¢ NPEHMMYIEeCTBEH-
HOIi JIOKaJM3alHeil mpolecca B cepAedHO-COCYAUCTON cHcTeMe
n cycraBax. OHO pa3BUBaeTCs y JeTeil ¥ NMOJPOCTKOB B BO3pac-
Te 6-16 Jjer, UMEKIUX OTATOINEHHYI0 HACJEJCTBEHHOCTH IO
peBMaTH3My, IocJe IepeHeceHHOH WHGEeKIUU, BhI3BAHHOK
B-reMOJMTHYECKHM CTPENITOKOKKOM TUIa A.

9THOJIOTHUS U ITATOT'EHE3

DTHosorMuecKas pPoJib [3-reMOJMTHYECKOTr0 CTPENTOKOKKAa
B MHMIMANMM peBMATH3Ma cuHuTaeTcs HoKasaHHOH. Maccus-
HAasfg CTPeNTOKOKKOBas HWH(pEeKNHs clmocobHA BBHISBIBATH IO-
Bpeskjaloliee AeiicTBHe B OPraHN3Me NMOCPeACTBOM IeJIoro ps-
na GepMeHTOB M TOKCHHOB, MPOAYIHPYEMBIX CTPENTOKOKKOM.
IlaToreHeTudeckasi 3HAYMMOCTh MX NPH DPA3BUTHH PeBMATH3-
Ma HeoJHOpPOAHA. B yacTHOCTH, cTpenTonusuH O, rHaTypoOHH-
asa, CTPeNnTOKMHA3a, 9PUTPOreHHBIH TOKCHH 06JafaioT BHI-
COKOMl MMMYHOreHHOCTBIO M CIOCOOCTBYeT PA3BHTHIO TsXKe-
JIBIX AYTOMMMYHHBIX peakOWil NpH peBMATH3Me BIJIOTH [0
KJMHUKO-MOPQOJIOrHYeCKHX NpPOABJIeHHH CHCTEMHOro BacKy-
nuta. Crpentonusud S He ob6iajaeT BBICOKOW MMMYHOIeHHO-
cThIO, HO crnocobeH BBIBHIBATH CTOHKYI0 AKTHBAIUIO
T-numponuros (/1. B. Crepanu, }0. E. Beasrumes, 1996).
KocBeHHBIM TOJATBep<JeHHeM 3HAYEHHS CTPENTOKOKKOBOM
uHGeKIUH TpU peBMATHBMEe CUMTAeTcA OOHapy)KeHHe V
GoNbIIMHCTBA OOJILHBIX PABJIHMYHBIX IMPOTHBOCTPENTOKOKKO-
BBIX AHTHTe] — aHTHcTpenToiuduHa O, aHTHCTPENTOrHAIYPO-
HHJA3bI, AHTHCTPENTOKMHASH], AHTHAE30KCHPMOOHYKJIeas3hl M
ap. OxHaKo AJIs TOro 4To6Hl CTPENTOKOKK A fABHJICS MHHAIHUA-
TOPOM peBMATH3MA, OH JOJI’KeH JIOKAJIN30BATbCS HMEHHO B
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HOCOIJIOTKE M PerMoOHaJbHBIX JuMQoysnax. OTO oObsACHAETCS
pAAoM (aKTOpOB:

W u36upaTeJbHOW TPOIHOCTBIO CTPENTOKOKKA K JMHUTEJIHIO
CJIM3UCTON HOCOIJIOTKH;

W cnenudUYECKUMH OCOOEHHOCTSAMH MMMYHOJIOTHYECKOro
oTBeTa HA JIOKAJM3AIUI0 CTPENTOKOKKOBOW MH(MEKIUH B HO-
COTJIOTKE;

N HaJIMYMeM HeIlOoCPe/JCTBEHHOU CBASU CIM3UCTON 06OJIOUKH
BEePXHHX /bIXaTeJbHBIX IOyTedl M JUMGBOUAHBIX 0OpasoBaHMIM
Kousbla Banbjeitepa mo auMdaTudecKUM OYTAM ¢ 060J0YKaMHU
cepAna, 4To 0OycJOBIMBaeT NpsAMoe MONajaHHe TyJa Kak ca-
Mo MHGeKIHH, TaK M INPOAYKTOB ee KHU3HeHeATeJIbHOCTH
(depMeHTBI, TOKCHHBI).

HemnocpencTBeHHOe oTHomeHne K maroreHedy OPJI u k ee
KJIMHAKO-HO30JIOTMYECKOMY MOJMMOPGU3IMY MMeeT IJIHTebHOoe
TepPCUCTHPOBAHME B OpraHU3Me peGeHKa KOMIIOHEHTOB CTpel-
TOKOKKOBOM MH(EKIHH, O YeM MOXKeT CBHJETEJbCTBOBATH IIO-
BBIIIEHHBIH YPOBeHb AHTUCTPENTOKOKKOBBIX AHTHUTEN y AeTeil ¢
XPOHMYECKON CTPEeNTOKOKKOBOM WHGeKnue (XpoHUYeCKUi
TOH3WJIJIUT, aJeHOUAUT, (papuHrUT U Ap.). JacTo B TKaHAX
cepaua y 6onbHbIXx OPJI obHapyskuBaioTcsi BUpPychl Kokcaku
(A13, A18). OHu crnoco6HBI cOPGUPOBATECA HA KJIETOUHOM 060-
JIOYKe CTPEeNTOKOKKA M JOJII'O TaM COXPAHATHCS, & IPHU HHU-
OUALMH peBMATHYECKOro Ipolecca yCyryOJsiioT KJIMHUKO-
MMMYHOJIOTUYeCKHe NPOSBJIeHUs] GOJIe3HH, BBIShIBAs CTOMKYIO
nenpeccuio T-cympeccopoB. Kpome Toro, uMeHHO rpymmna BUpY-
coB Kokcakn-A paccMaTpuBaercsi KaKk OCHOBHOW 3THOJIOTHYe-
CKHUif (h)aKTOp AYTOMMMYHHOIO BOCIaJleHHs B MHOKApJe cepaua
npu augdysHEIX HepeBMaTHYeCKUX MHOKapIuTax y JeTeid.

OHAKO TOJBKO CTPENTOKOKKOBOrO BO3JEHCTBUS elle He-
JIOCTATOYHO [JIA DPasBUTHS PeBMATHYECKOro Ipolecca y pe-
6enka. [lna aroro Hy»<Ha ocobasi, MHAMBHAYaJbHAs THUIep-
MMMYHHAs Peaklusl OPraHU3Ma Ha AHTHTIeHbI, IPOAYIUpYe-
Mble CTPENTOKOKKOM, T. €. B OpraHudMe peGeHKa HOJXKeH
OBITH MeXaHM3M J[JIUTEJLHOrO YAepXKaHUs CTPENTOKOKKa A,
uyTo Gymer 0Gyc/OBAMBATH €ro HOCHTEJbCTBO. M3BecTHO, uTO
petu 1o 4-5 yer He GoJeIOT peBMaTH3MOM, TaK KAaK y HHX
9TOT MeXaHM3M oTcyTcTByeT. HeckoslbKo mo3Ke, IpU MOBTOP-
HBIX BCTpeYaxX CO CTPeNTOKOKKOBOH HMH(eKIHeii, y pebeHKa
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HA CAM3UCTON 060JI0UKe HOCOIVIOTKH MOABJIAITCA PelenTops
1 PUKcAlMK CTPENTOKOKKA. DTOT (PeHOMEH MMeeT BBICOKYIO
cTelneHb reHeTUYECKOH JeTePMUHUPOBAHHOCTH, SABIAETCSA OX-
HUM U3 GaKTOPOB, MOATBEPKAAIOIUX HACJIEACTBEHHYIO Hpei-
PACIIOJIOXKeHHOCTh K PeBMATH3MY M BIOJIHE MOYKeT IpeTeHJ0-
BATh HA POJIb CHHApPOMa «IpefboJIe3HN» WU, KaK ero ceidac
Ha3bIBAKOT, <«cTpenToajuiepruyeckoro puaresa» (IO0. E. Bexs-
Tumes, 1996).

B cBsI3W C BBIIIEH3JIOKEHHBIM MOXXHO CYHTATh, YTO B OC-
HOBe MepCHCTUPOBAHMS AHTHIeHOB CTPENTOKOKKA U aHOMAalb-
HOW peaKIMM HA 3TH AHTUTEHBI JIXKAT eJUHBI UMMYHOJIOTH-
yecKMii MexaHHM3M, a (aKT «ceMeiHHOro HaKONJIeHHA» Goyes-
HM TOBOPUT B IO0JIL3Y HACJIeJACTBEHHOH NPHUPOALI TaHHOTO
nponecca. IlogTBep:kJeHUeM HAacJeJCTBEHHON IIpepacIosio-
JKeHHOCTH K peBMaTH3My sBJsdeTcs Takyke Gojee uyacroe ero
pasBuTHe y cecTep ¥ 6paTheB U3 ceMeil, B KOTOPBIX KTO-TO U3
poaMTesel cTpafaeT peBMAaTH3MOM.

Ilpu nomcke reHeTHYeCKHX MapKepoB TAKOW TAXKeJOH ma-
TOJIOTMM BhIsIBJIeHA HENOCPe/JCTBeHHasi NPHYACTHOCTH K ee
pPa3BUTHMIO AHTHIeHOB rucrocoBMectuMocTH HLA, mpuuem re-
TepPOreHHOCTh ATHX (AKTOPOB C OINpeJesleHHOH OpHEHTHPO-
BAHHOCTBIO HAKOIUIeHHs (eHOTHIUMYecKMX rammornmoB HLA
OTKPBIBAET IePCHeKTHBY IePBHYHOrO NPOTHO3MPOBAHUSA pa3-
JUYHBIX (JOPM M BApHAHTOB TedeHus peBmarnama. IIpum OPJI
y JeTeil daie o6HAPYKHUBAIOTCA AHTHIeHBI I'HCTOCOBMECTHMO-
ctu HLA-A3, A10, A25, B5, B35,_a y MaqHeHTOB ¢ XPOHH-
yecKoii peBMAaTHUYeCKOM 60JIe3HBIO cepAma (¢ MOPOKaMH) ycTa-
HOBJIeHa acconuanusa c¢ anturedamm Al9, B15, DR5, DR7,
npuYeM MNOPOKH AOPTAJIBHOTO KJANaHA KOPPEJUPYIT ¢ HOCH-
TeJbCTBOM aHTHreHa B15.

B nociiegHue rogbl MOSBMJIMCH JaHHBIE O TOM, YTO &JLIO-
aHTUred B-1MMQONUTOB, BHISABJIAEMBIH C IOMOIILI0 MOHO-
KJOHANBHLIX aHTHTen D8/17, cBsA3aH ¢ BBICOKON BOCIPHHM-
YUBOCTLIO K PeBMATH3MY. 9TO MO3BOJIeT PACCMATPHBATHL €ro
B KadecTBe IeHeTHYeCKOro MapKepa, ompefeJsiomero ¢eHo-
THN mpeApacnojiokeHHocT K peBmarusmy (B. A. Haconosa,
H. H. Kysbmuna, 1997). UHTepecHsIM fIBJIseTCA M TOT DakT,
uyro 3a60eBaAHMI0 GOJIbIIE MOJBEPXKeHbl MANHEHTHl CO BTOPOH
(A) u Tperseil (B) rpynnamn kposu mo cucreme ABO.
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Ilo reHe3y cBOero pasBUTHS DPeBMATH3M OTHOCHUTCA K ay-
TOMMMYHHOMY 3a60JIeBaHMIO, IPH KOTOPOM pDa3BHUBaeTCA HM-
MyHHOe BocmajseHHe. VHHIMATOPOM IIOCJIEJHETr0 SABJIAKTCHA
MMMYHHble PeakI WM, BO3HUKAIOIIHe B pe3yJbTaTe MepeKpe-
CTHO pearupyloL(AX aHTUTEHOB KOMIIOHEHTOB CTPENTOKOKKA U
TKaHeil opraHusMa peGeHKa, MMelollero GeHOTHN (aHTHUTEeHbI
HLA) npezapacmnoiokeHHOCTH K 3TOMY 3a60JleBaHHIO.

VMMyHONIOrHYeCcKHe IPOSBJIEHHUS BOCIAJIHTENBHOTO IpO-
mecca, pasBuBaloIuecsi y GoiapHOro, pasHoo6pasHBl M OTpa-
KawT GopMy, BADUAHT TeUYeHHUA U CTelNleHb aKTUBHOCTH DeB-
matuaMa. OHAKO cpefy HUX MOYKHO BBIJEJNUTH OOmiue:

N HaJM4Y¥We NUPKYJIUPYIOLIero cepfedHOro aHTUTeHA M aH-
THKapANAJbHBIX aHTUTE;

M 00bIYHO HeM3MeHeHHbI YPOBeHb KOMIIJIEMEeHTa;

W Ha BBICOTe AKTHMBHOCTH IIpollecca IIOBBIIIEHHEe YPOBHSA
IgG,IgA u IgM;

W abCcoJIIOTHOE M OTHOCHTeJbHOe yBelndeHHe B-1um-
donuToB;

W yMeHbIIeHHe o6Iiero KoJu4yecTBa M CHM)KeHHe (YHK-
OHUOHAJbHOM akTHBHOcTH T-1MMOUHUTOB, OCOOEHHO KJIOHA
T-cynpeccopos;

W HaJIMYMe KJIMHUYECKHX TPOABJIEHUH KapAuTa CO CHH-
JKeHHeM COKpATHUTeJbHOU (YHKIUU MHUOKapAa INpPU BhIABIe-
HHHM BBICOKOTO THUTpPA AHTUTE] K CTPENTOJH3HHAM M PSAAY
NPOTeNHa3, YTO YKa3blBaeT Ha UX KapAUOTOKCHUYHOCTD;

my 60% GoapHBIX peBMATH3MOM BbICOKMil ypoBeHb LIUK,
KOTOpble NpH (HUKCALMH B COCYJaX CepAla U ero MHTePCTH-
IUH BeAYyT K Pa3BHTHUI0 UMMYHOKOMIIJIEKCHOIO KapAHaJIbHOrO
Backyaura. LUK cocToAT M3 CTPeNTOKOKKOBOrO aHTHTeHa
(wame crpenTonusdud O) ¥ aHTUTEN K HEMY;

M pa3IMYHBIe IO H36HMPATEeNLHOCTH MOPAayKEHUs IUTOTOK-
CHYeCKHMe peaKIMM, pasBHBalOIuecs B pe3dysbTaTe HepeKpe-
CTHO pearupyromux antutes. OZHM M3 HUX HaNpaBJeHbI IpPoO-
THB GeJKOB MBIIIEYHBIX CTPYKTYP MHOKapAa, APyrue IPOTUB
pafa depMeHTHBIX TJIMKONPOTEHJ0B M T. A. Ilo cymiecTBy OT
CcTeneHN AHTHUIeHHON aKTMBHOCTH, MHAMBHAYAJIBHOM TPOMHO-
CTH M CHOCOGHOCTHM K MMMYHOTeHHOCTH AHTHIEHOB CTPENTo-
KOKKA, & TaK»e OT ryOMHBl «IedeKTOoB» HacleACTBeHHO 00y-
CJIOBJIEHHBIX IIPU3HAKOB «CTPENTOAJIePrHYecKOro aHuaTe3a»
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3aBUCHUT KJIMHHKO-MOpdosorndyeckuil nonumopdusam peBma-
TuaMa: Jubo aTo GyjeT «ocTpas peBMaTHYecKas JMXOpamgKas,
pPeiKo NPHUBOAALLASA K MOPAYKeHUIO BHAOKAP/A, G0 M3HAYAIb-
HO «PeBMATH3M C IOPOKAMH cepla», T. . XPOHHUeCKas peBMa-
Tuyeckas GosiesHb cepAna. PeaysbraThl HaGMIONEHUA 3a 3TUMHU
rpynnaMu GOJBHBIX TO3BOJIAIOT NMpeANoJaraTb y HIX UMMYHO-
naToreHeTH4eCKHe Pa3JNYMsA, a POXHUT oba BapuaHTa GosesHH
ofMit MHUIMATOP — HAJIHYHEe CTPeNTOKOKKOBOW MH(peKIun.

KJACCHPHKAIIAA

KnunuuecKoe pacrnosHaBaHHe PeBMATH3Ma OCYIECTBIIAET-
cs OBBLIYHO € MCIOJb30BAHWEM AMATHOCTHYECKHUX KpHTepHeB
HecrepoBa—[[>koHca. Cpeiu HAX BBIJEJIAIOT:

MOCHO6HbBLEe Kpumepuu: KapAUT, [OJUAPTPHUT,
Xopesi, KOJIbLEBHIHAS dpHUTeMa, NOXKOXKHBIe PeBMaTHYecKHe
y3enKkH, addeKTUBHOCTh AHTHPEeBMATHYECKOH Tepamuu;

MJdononrnumenvrhble Kpumepuu: KINHAYECKHe —
JIMXOpajiKa, apTPAJITHH, P TH3M B WHOM aHAMHe3e HJIH
peBMaTHUYeCKHI MOPOK cepAma, Gosu B KHBOTe, KPOBOTEUEHHS
u nabopaTopHble — mnoBbimennas COJ, neiikomuros, CPB, ce-
poslorudeckue TecThl, yAJMHeHHe uHTepBana P—Q Ha DKT.

BeposiTHO, 3HAHNMEe MMMYHOTeHeTHKHM peBMATH3Ma I03BO-
nseT paccMaTpUBaTh (AKT <«CeMeifHOro peBMAaTH3Ma» Kak
OJMH M3 BaXXHBIX JHATHOCTHYECKHX NPH3HAKOB.

CornacHo kputepusim HecrepoBas][>kOHCA, QHArHo3 pes-
MaTH3Ma CYMTAETCH BHICOKOBEPOATHBIM, eclH y GoibHOro mo-
cJie TIOATBepPK/eHHsl ePeHeCeHHO CTPeNTOKOKKOBOH MHMEeK-
MU BHIABJAAITCA JU60 ABA OCHOBHBIX, JINOO OMH OCHOBHOM
M Ba JONOJIHUTEIbHBIX AMATHOCTHYECKHX KPHTEepHH.

Ilo HacTosilero BpeMeHH IOJb3YIOTcs pabodeit KJaccupu-
Kanmeil ¥ HOMEHKJATypoil peBMaTH3Ma, OpHHATOH B 1964 r.
no noknany A. H. Hecreposa (Ta6xa.1).

B IX kaacce MKB-10 «GosnesHu cucreMbl KpoBooGparme-
HHUSA» OTCYTCTBYET TePMHH ¢PeBMATH3M»; 3TOMY JHMATrHO3Y CO-
OTBEeTCTBYIOT ABe Py6pmkm mop mudpamu 100-102 u 105-
109. ITepBas py6puka — «ocTpasi peBMATHYeCKAas JUXOpPagKa»
BMECTO TePMHHA ¢AKTHBHBIA PeBMATH3M» — INEPBUYHBIA HIHK
penMAMBHPYIOIUIl ¢ Mopa)keHHeM cepana uiau Ges Hero, a
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TakKe peBMaTudecKas xopes. B Hacrosimee Bpemsa (¢ 2002 r.)
B Pecniy6iuke Benapych (cornacio MKB-10) BMecTo TepmMuHaA
«aKTHBHBIA DeBMATH3M» NPHMEHSIOT TEPMHH «OCTpasi peBMa-
THYecKas JIUXOpafKa», MOHATHBIA HA MeXXIYHAPOJHOM YPOB-
He. Bo BTOpoif pyOpuKe «XpOHHMYecKHe peBMaTHUecKHe 60-
JIe3HHU cepAIa» NpeACTaBJIeHBl Bce BaDHAHTHI PeBMATHUYECKHUX
TMOPOKOB, XPOHHYECKMX IIOpaKeHHil 060J0ueK cepAlla peBMa-
THYeCKO# MPHUPOAL!I (MUOKAPAUT, NePUKADIUT).

Ta6a. 1. PaGoguasn nHa " ypa p H3Ma
K. Cocronnne
6pa-
usd Gomsom — e |
cepaua APYTHX OPramos i
crcren
Axrtusnasa I, 1. Pesmo- Tonuaprpur,  Octpoe, Hy - =Her
11, III cre- KapauT Cepo3NTHI mojocTpoe, HejocTa-
nenn (ocT- nepBuY- (nnespwur, 3aTsKHOE, TOYHOCTH
pas pesma- HbII Ge3 TNepHKAPAHT, BsJIOE KpoBoobpa-
THYECKASA opoKa a610MHHAIb- LeHHs;
JMXopajKa) KJamaHoB  HBIA  CHHA- H; - mero-
2. Penmo- pom), xopes, HempepsiB-  cramou.
KapuT aHnedanur, HO PeuMiu-  poory [
BO3BpAT- MEHMHIOJHILle-  BUpYIOLlee crenenn;
9 anuT,  Ie-
Ht ¢ o g JlatenTHoe Hy - me-
pokoM pebGpanbHbIit
JlocTaTod-
KJIAHOB BACKYJIUT,
Hoete  II
(kaKum) HepPBHO-TICH-
cTeneHH
9. Resmo- g (Ia n I16);
KapauT paccTpoiicTsa, y
Goa 55+ BACKYJINTHI, Hyp - me-
HBIX cep-  HedpHT, rema- AOCTETN]-II
JIeIHBIX THT, IHEB- HOCTh
MIMeHeHMiT  MOHHT, mopa- CTenenH
JKeHHe KOXKH
Xponnuec- Muokapauo-  1locesctsus
Kas peBMa- CKJIepo3 pep-  TEPEHECEHHBIX
THYEeCKAasA MaTHyeckuii; — BHecepaeu-
Goseann nopoxk cepa- HBIX nopa-
cepaua na (kakol) ~ Kemmit

J[narsos MoXHO cOPMYIHPOBATH CIIEAYIOMUM 06pagoM:

Ocrpast peBMaTHueckast auxopagka, Il cTemeHb AKTHBHO-
CTH, 9HJAOMHOKAPAMT (SHIOKADAMT MHTpPATLHOrO KJjamaHa),
TOJINAPTPHT, MOKOCTPOe TeueHue, H.
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Ilpu BOBBpaTHOM peBMATH3Me: XPOHUYeCKas peBMaTHYe-
ckas 6osle3Hb cepAua, akTuBHaA ¢dasa, I crenmeHb aKTUBHOCTH,
BO3BPATHEIN 9HIOKAPAUT MHUTPAJIBHOIO KJjanaHa, NepBUYHBIH
9HIOKAPAMUT AOPTAJBHOrO KJAaNaHa, MUOKADAUT, HEJOCTATOY-
HOCTh MUTPaJbLHOrO KjamaHa, mofocTpoe TedeHue, Hyy,.

ITATOMOP®OJIOTHA

Ocofoe 3HauYeHHWe I@pPH peBMATH3Me HMeeT IIOpa)KeHUe
MUKPOLMPKYJIATOPHOro pycya (BacKyJHUT), B OCHOBe KOTOPOTO
JIe)KUT [e30praHu3alus COeJUHHUTEJbHOTKAHHBIX CTPYKTYD
cocyaucToit creHKkH. OT Toro, riae pasBUBaeTcs 3TOT Ipollecc
(cepaue, cycTaBbl, HepBHAA CHCTeMa), 3ABUCHT KJIMHHYecKas
KapTuHa 3ab6oJieBaHUA.

PasiuyaiT dYeThIpe CTAJAUH Je30PraHU3alMd COeJHHHU-
TeJIbHOI TKaHM:

B MyKoHAHOe HabyxaHue;

B pubpuHoHgHOE HabyxaHUe;

M rpaHyJIeMaTO3HYIO;

B CKJIEDOTHYECKYIO.

JIlns1 KIMHUIMCTOB Ba’KHO BBIABUTH 3abojleBaHMe Ha ca-
MBIX PAHHHMX dTalaX, TaK KAK TOJBKO CTaAMsA MYKOHZHOTO
HabyXaHUs NpH CBOeBPeMeHHOM JiedeHHH abcoaioTHO obpa-
TumMa. ['paHyJeMaTo3Has M CKJepOTHYecKas cTaguu HeoGpa-
TUMBI M IPH MOP(OJIOrHYecKOM HCCJIeJOBAHMH NPOABJIAKTCS
HaJMUYHMeM TrpaHyJieM, [peACTaBIAOmUX coboif cKomIeHHe
KJIETOYHBIX 3JIeMeHTOB, B cOcTaBe KOTOPBIX HAXOAATCA TIH-
neprpodMpoBaHHbBIE TMCTHOLNMTE M (UKCHPOBAHHBIE HMMMYH-
Hble KOMIIJIEKCHI.

Iuka pasBUTHs TPaHyJieMbl cocTaBiser 3—4 Mecsua, 4TO
COOTBETCTBYeT PA3BHTHIO IOPOKA KJIAMAHOB W MHOKApAHO-
CKJiepo3sa.

KJIHHAYECKASA KAPTHHA

PesmaTuamMom 3a60/1eBAlOT MPEMMYINECTBEHHO JeTH IIKOJb-
HOro BO3pacTa.

Kak npasuno, Hauano OPJI HocuT XxapakTep ocTporo 3a6o-
JIeBAHUA: BBICOKAS TeMIlepaTypa Tejia, SIBJIeHHS HHTOKCHKAa-
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UM, WHOTAA HA KOXKe BJIEMEHTHl AHYJIADHON 3pHUTEMBI. ¥
Beex fJeTeif oTMeuaeTcsl IepeHeceHHasi 2—3 HeJlelU Ha3aj HO-
corsiorouHas HHGpeKnus (dYalle aHTMHA), BO3MOYKHO, CKapJja-
TuHa. OZHOBPEMEHHO C NOBBLIIIEHHEeM TeMIlepaTyphl Teja pas-
BUBAIOTCH SBJEHHs NOJMADTPUTA MaM aprpaiaruit. ¥ 1/4 zxe-
Teit ¢ OPJI cHHAPOM IOpa)keHHsA CYyCTaBOB MOJKeT OTCYTCTBO-
BaTh, B TAKMX CJIydasx TeuyeHHe 6oJIe3HH IpuoGperaeT HOMO-
CTPBI# XapakTep.

IlosmapTpUT NpPOTEKAaeT C BBIPAXKEHHBIM O00JIeBBIM CHH-
JAPOMOM M C HapylleHWeM ()YHKIMU CycTaBOB, OOBIYHO HOCHT
neryunii xapakrtep. IlopakaloTcAd NpeHMMyI[eCTBEHHO KpyI-
Hble M cpeJHMe cycTaBbl. IIpomecc HMeeT ObicTpoe obpaTHOe
pasBUTHe NPH HA3HAUEHHH PeGeHKY NPOTHBOBOCHAJIMTENbHOMN
repanuu. ¥ 90% 6GoibHBIX y»Ke B OCTPOM mepHoie obHapy-
JKUBAIOTCS MPUSHAKH KApAUTA.

Muoxapdum — camMoe 4acToe NpOsIBJIeHHe CeplevyHOH ma-
Tonoruu npu OPJI. OT cTemeHM ero BbIPa)KeHHOCTH 3aBUCHT
CcOCTOsIHUME ceppedHo-cocyaucToil cucrembl. Ilpu auddyssom
MHOKapAUTe 3HAYMTEJbHO cTpajaeT obiee cocTosHHe 6OJIb-
HOTO, MOSABJAKTCHA 6GJIelTHOCTh KOXXHBIX NOKPOBOB, pacIiupe-
HHe I'DAaHMI] CepALa, IIYyXOCTh CepAeYHbIX TOHOB, MOXeT pa3-
BUTBCS HeJOCTATOYHOCTh KpoBoobGpamenusi. OgHAKo TakKoe
TeyeHHEe PEeBMATHYECKOTO MHOKAPAMUTA BCTpedaeTcs JOBOJILHO
peako. Bosnee xapaKTepHbl yMepeHHble U3MEHEHHS CO CTOPO-
HBI CepeYHON MBIMINBI: obIlee COCTOAHHWE cTpajaeT MaJo,
BBIABJAIOTCA Taxukapausa (pexke Opagukapaus), HeKOToOpoe
npuriaymieEne I TOHa, MATKHE CHCTOJIMYECKUH IIyM, JieBasi
rpaHUMna cepAua cierka pacmupeHa. Ilpn YV3HU cepama obHa-
PY»KUBaeTcsi yMepeHHOe CHH)KeHHMe COKDATHUTENbHOH GYHK-
uuu muokapaa. Ha OKT onpenensiiorcs yAJIMHeHHe WHTepBAJa
P-Q, npusHaku HapylleHus B (asde pemojspusanuyu (gempec-
cusa cermerra S—T, cHu)keHue BosbTaxka 3ybua T). OcoGoe
JHATHOCTHYECKOe 3HAYeHHe MMeeT AWHAMHKA M3MEHEeHHMH Ha
OKT.

¥ nonoBuus! Aeteit npu OPJI y>ke B mepHojie oCTPBIX IIpPO-
fIBJIGHUH B mpolecc BoBJeKaeTcs dHAOKapA. ns andokap-
duma T™MNUYHO (Yalle mopakaeTcss MUTPAJIbHBINM KJalaH) mo-
fIBJIGHHE CHCTOJIMYECKOro IIyMa, MMEIOLIero «AyloINuii» Xa-
pakTep. Obmiee cocTosinMe peGeHKA MPH «YHCTOM» IHIOKAP-
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auTe He cTpajaeT. Biarofaps yJIbTpasByKOBOMY METORY HC-
caegosanus (Y3U cepama) mopa)keHWe 3HAOKApAa AHATHO-
cTUpyeTcsl Ha caMbIX DAHHMX aramax, ¥ peGeHKy cpasy e
HadHauaeTcs COOTBETCTBYIOLas INPOTHBOPeBMATHYECKas Te-
panus.

Tlepukapy BoBJIeKaeTcsi B mpolecc NPH NePBON aTake peB-
matuama pepko. ITepuxapdum daiie pasBHBaeTCA IPH IIO-
pakeHUH BcexX oboJsioyek cepAna (DaHKAPZHUT) M YacTO code-
TaeTcs ¢ cepodutTaMu. [ ero AMATHOCTHKH HMeIOT 3Hade-
HHMe IIYM TPeHHs NepHKapja, GbICTPO HapacTalollee YBeJH-
yeHHe PasMepoB cepAna (MepKyTOPHO, PEHTTeHOJIOTHYeCKH,
npu Y3U cepauma), cHH)KeHHe BosbTaxka 3yomoB Ha IKI
(kommuekca QRS), mogbem Bhimme udonuHUM cermeHta S—T
u nepopmanus 3ybua T. IIpu sKccyfaTHBHOM HepHKapAuTe
¢ GOJBIIMM KOJMYECTBOM BhIIOTA OOBIYHO HapacTaeT TH-
JKeCTh COCTOSAHHS, MOXKeT PpAa3BUThCH «CHHAPOM BepXHeH
[0JIOH BeHBbI» ¢ Yrpo30il TAMIOOHAJABI cepAna.

Iopaxcenue nepenoi cucmemo. npu OPJI y pmereit, kak
npaBujio, NposiBisiercs B BHAe Manoil xopeu. OHa Moxer
BOBHMKHYTb OCTPO, HO Yallle pa3BHBaeTCsA IocTeneHHo. Manasa
xopesi Bcrpedaercsi B 10-15% ciiyuaeB mepBHYHOro peBMa-
Tuama. Eil npepumectByer Gosiee AJHTeNbHBIH, 4eM OCTPOMY
PeBMOKADAMTY, JATeHTHBIH IepHOJ (OT HECKOJbKHX HeJIelb
no 1-2 mecsnes).

HauanbHBIMM NPOSBJEHHSAMH MaJIOH XOpeH MOryT GHITh
GBLICTPOTA M MOPBLIBUCTOCTH JBHIKEHHH, II03)Ke NOABIAIOTCH
MofepruBaHMs MBILIL JHIa, PyK. PebeHOK rpumacHHYaer,
CTAHOBUTCHA HeJIOBKMM, POHsIeT IpeJMeThl, y Hero HapyIlawT-
csl BHMMaHMe, NaMATh, MOXOAKA, ModyepK. THOHYHOMH Ana Ma-
JIOii XOpeu cuuTaeTcs TPHAZA CHMIITOMOB:

M HenpoM3BOJIbHbIE AHMCTATbHbIE PA3MAIINCTEIE IHIEPKH-
He3sl;

M MbllIeYHasi TUIIOTOHUS;

M paccTPOHCTBO KOOPAMHAIMH JBHIKEHHH.

V peberka ¢ maJjoii xopeeil Hapsify ¢ HeBPOJOTHYECKOMH
CHMITOMATHKON Bcerja HApYLIAIOTCA IOBeJleHYeCKHe peak-
MM M CTpajaeT NCHXO3MONMOHAJbHAA cdepa: OTMeYalTCH
NJIAKCHBOCTb, PA3APAXKUTEIBHOCTh, HEY»KHBYHBOCTb H T. I.
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O6paTHOe pasBHTHE CHMIITOMOB MaJIOi XOpeH OOBIYHO Ha-
crynaer 4epe3 1,5—-3 mecana. Mayiasgs Xxopesi MOXKeT pelMIUBH-
poBaTh, ¥ Ha ee (poHe yacTo popMHUpYyeTCsa NOPOK cepALa.

Iopascenue novwex npu peBMaTH3Me Da3BHBaeTCH PeJKO,
uMeeT A0OpOKAaYeCTBEHHBIH XapaKTep, NPOSIBAAACH KPATKO-
BPeMeHHBIM M30JHPOBAHHBIM MOYEBBIM CHHJPOMOM.

Y nodpocmkos (15-17 nem) uame, ueM y AeTeif, 3abo-
JleBaHMe MMeeT Gojlee TsKeJ0e TedeHHe, OCOGEHHO y JeBYILIEeK
B IIepHOJ] CTAHOBJIEHUS] MEHCTPYaJbHOM GYHKIHHU. DTO CBsA3a-
HO C BBIDaYKeHHOM HeHPOSHIOKPHUHHOH U MophodyHKIHO-
HaJbHOM IepecTPOMKON HMX opraHuama. ¥ mpeobiagaiomiero
GONBPIINHCTBA TOAPOCTKOB IIPH OCTPOH PeBMATHYECKON JIMXO-
pajKe pa3sBUBAETCA CYCTABHOW CHHAPOM, IPHYEM B IIATOJIOIH-
YeCKHMi Npolecc HepeJKO BOBJEKAIOTCHA MeJKHe CyCTaBbl KHUC-
Teit u crom. O6bIYHO mpeoGiafaeT yMepeHHAs AKTHBHOCTh
mnporecca, a4 OCHOBHBIM KJIWHHYECKUM CHHADOMOM SIBJISIeTCS
Me/lJIEeHHO 3BOJIIOIMOHUPYIOIUII PeBMOKapAUT, BeCbMa YaCTO
(y 60%) compoBokialomuiics BoBJeueHHEeM B IATOJOTHUe-
CKHi Ipomecc KJIAIAHHOIO ammapaTa cepAuna. XapakTepPHBIM
JUIS peBMATU3Ma y MOJAPOCTKOB CJeAyeT CYUTATh b6ojiee 6bICT-
pelif  TeMn (OPMHPOBaAHMS IIOPOKOB CepALla € BBICOKUM
YVAeJbHBIM BeCOM HM30JMPOBAHHBIX AOPTAJbHBIX M KOMOMHH-
POBAHHBIX MHTPAJIbHO-AOPTAJILHBIX IIOPOKOB IIOCJIe IepeHe-
CeHHOM OCTPOIl peBMaTHUYeCKOMN JIMXOPaJKH.

Y GojbIIMHCTBA IOAPOCTKOB (OPMUPOBaHHE IOPOKOB
cepAua MJIM UX YCJIOXKHeHHe ABJISAETCS CJIeACTBHEM BTOPHYHO-
ro JIaTeHTHOTO NMPOrpecCHPOBAHUSA PeBMATHYECKOro Ipolecca,
Pa3BUBAaKOIIErocs II0CJe OTMeHbl IO MCTeYeHUH H-JIeTHero
CPOKa GMIMIITHHONPODUIAKTUKH.

K ocobGeHHOCTAM TeueHMsI peBMAaTH3Ma y MOJPOCTKOB Clie-
AYeT OTHECTH TaKXKe BBICOKYIO YacTOTy IepebpajbHOil maTo-
Joruu (y 1/3 GoMbHBEIX) B BUAe XOpeH M Pa3IHUHBIX HEPBHO-
INCUXUYECKUX HapymeHuit. OGbIYHO Xopes XapaKTepuayercs
TOPIHMJHBIM TedeHHeM. BaKHO NIOAYEPKHYTH, YTO peluUBbI
peBmaTu3Ma orMedaloTess y 15-20% mnoapocTkos, a aTo 3HA-
YUTeJBHO Yallle, YeM y AeTei.

HavaBmuce B paHHEM IIKOJBHOM BO3pacTe M HpOTeKas
BecbMa /106pOKaueCTBEHHO, NPOIeCC MOYKeT GYPHO peIuIHBH-
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poBaTh B TOAPOCTKOBOM IlepHOJle, Hepefko mpuoGperas Xa-
paKTep HempephIBHO PelMAMBHPYIOUIEro TeUeHUs, YTO yTPo-
skaeT (OPMUPOBAHMEM NOPOKOB cepAma. Bce BEIMIeM3ioxeH-
HOe TOJUepPKUBAeT HMCKJIOUUTENbHYI0 AKTYaJbHOCTh TpoGie-
MBI peBMATH3Ma He TOJIBKO Y JeTeil, HO U y TMOJPOCTKOB. DTO
TpeGyeT mepecMOTPa TAKTUKHM M CPOKOB NpOBeleHUS OGHIHII-
nuHONPOdUIAKTHKH PeBMaTH3MA.

JTAATHOCTHYECKHE KPUTEPHH AKTHBHOCTH
OPJI

IIpu Beigsiaenuu OPJI BaXKHO NMpPaBHJIBHO ONEHHUTH CTeNEeHb
AKTUBHOCTHM Ipolecca, U0 9T0 BO MHOTrOM ompejesseT TaK-
THKY JIe4eHH.

IOna III cremenu axtuBHocTH OPJI xapakreper spKo
BBIPAYKEHHBIN JHATHOCTHYECKHIl KOMIJIEKC, BKJIOYAIOIAK
B ceba:

M KauHuveckul cundpom: a) MaHKApAMT; 6) OCTPHIA MK
nogocTphlil Audy3HbI MHOKAPAUT; B) MOAOCTPBIH HJIH XPO-
HUYeCKUil PeBMOKAPAUT C BBIPAYXKeHHOH HEZ0CTATOYHOCTHIO
cepala, He MOAJAKIIMICSA JIeUeHUIO Cep/leYHbIMHU TIIHKO3HJa-
MH; I') MOAOCTPHIA MJIM XPOHHYECKHIl PeBMOKADAHT B codeTa-
HHHM C TOJMAPTPUTOM, IJIEBPUTOM, NMHeBMOHHei, HeppHuTOM,
remnaTHTOM, aHYJAPHOH CBHINBIO; X) XOpes C BRIPAYXKeHHOH aK-
THUBHOCTbBIO;

B penmzeHOnOZUMECKUE U YLbMPA3IEYKOEbLE TPOAGNLE-
HuA: yBeJMYeHHWe PA3MepOB cepllla M CHH)KEHHe COKpaTH-
TeNbHOI QYHKIMH MHOKapPJa; BO3MOXKHO HaJM4He IJIeBpoIe-
PUKapAHaJbHBIX H3MeHeHHil;

m JKI-npusnaxu: AuHaMuKa uHTepBana P-Q, akcrpa-
cucronusd, Osokaabl (ATPMOBEHTPHKYJIADHBIE, HOXEK My4-
ka Tuca), aucconmanus, MepraHue npeicepauii. BaykHoe au-
arHocTHMYecKoe 3HAYeHHWe HMeeT AMHAMHKA YKA3aHHBIX NPH-
3HAKOB;

M nokazamenu Kpoew: JefKOIHTO3, YacTo ¢ HeHTpo-
¢uabebiM casurom; COD Gonee 30 mm/u; CPB 3-4 mio-
ca; ¢ubpunoren 10 r/;n M Bble; YPOBEHb (ly-TJIOGYIHHOB
23-25% wu Boime; cepomykous soime 0,6 en.; audenunsamu-
HoBas npoba (JPA) Gonee 0,5 en.;
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B ceponozuveckue mecmot THTDPBI aHTHcTpenrtonusuHa O,
AHTHCTPENTOrMAJYPOHHAA3E!, CTPENTOKHHA3hl BBIIIE JOMYC-
TUMBIX udp B 3—5 pas.

JlnarHocTUYecKWe KPUTepHH, CBHAeTenbcrByiomue o II
(ymepenHoit) crenenn akrusHocTH OPJIL:

W KnunuvecKuil cundpom: a) NMONOCTPBIA PEeBMOKApPAUT B
coyeTaHHMM € HEJOCTATOYHOCThIO KpoBoobpamenus I-Ila cre-
[eHH, MeJJIeHHO MOJAIOIMiics JedeHHI0; 6) MOZOCTPhIH MK
HenpepbIBHO PeNUAMBUDYIOIIUNA PEeBMOKAapAUT B COUETAHHH C
HOZOCTPEIM MOJMAPTPUTOM, HUGPHHOSHBIM IJIEBPHTOM, Hed-
ponarueii, peBMaTH4YeCKO# Xopeeil, MOJKOKHBIMH PeBMATH-
YeCKUMH y3eJIKaMU, «aHYJIAPHOH apUTeMOM»;

N penmzeHonoOzuYeCKUE U YLbMPA36YKOGble TNPOAGLE-
HuA: yBeIWdeHHUe cepAla, MJeBpolepHKapAUaibHble CIaiKy,
CHYKeHHe COKDATHTesbHOHl (YHKIHM MHOKapxa. Bce mpu-
3HAKM 0OpaTHMBI IOJ BIMAHUEM JIeUeHHU;

m IKTI-npusnaxu: yanueenne unrepsana P-Q (P-R); Ha-
pylleHUs PUTMa M IPOBOJAMMOCTH; NPHU3HAKUH KOPOHAPHTA.
Bce npusHaky o6paTMMBI 0] BIUSHHEM TePamnuHu;

M noxasamenu Kpoew: JEHKONUTO3 ¢ HeHTPOGHIbHBIM
casurom; COD 20-30 mm/u; CPB 1-3 muioca; Olp-TJI06yIMHEL

11-16%; Y-rnobynun 21-23%; cepoMyKOHABI 0,3-0,6 en.;
DA 0,25-0,3 ex.;

M ceponozuveckue mecmbi: MOBLIIIEHHe TUTPA aHTHTEN K
cTpenToKoKKy B 1,5—3 pasa BellIe ZomycTHMBIX DubD.

® OPJI MUHMMAJIbHON CTeeHH AKTHBHOCTH:

W KauHuveckul cundpom: a) 3aTAXKHOM, HENPePLIBHO pe-
OUMAMBUPYIOLUH, JIATEHTHBIH PeBMOKAPAUT, MJIOXO IMOAAAI0-
muiics nedeHu0; 6) 3aTSYKHOM MM JIATEHTHBIH pPeBMOKApAUT
B COUETAHHUM C Xopeeil, dHIE(ATUTOM, BACKYJIHUTOM, MOAKOMK-
HBIMH Y3eJIKaMH, «aHYJSIPHON 9pHUTeMOii», apTPaIruAMH;

M permzenonozu4ecKue M Ynbmpa3eéykosvie NposGLe-
HUf: BeCbMa Pa3JIMYHBI U 3aBHCAT OT KJIMHHMKO-aHATOMHUEC-
KO# XapaKTepHCTHKH Ilpoliecca, T. €. OT TOro, €CTh JIM MOPOK,
MHOKapANOCKJIePO3;

m IKTI'-npusnaka: 4ame Bcero MaJouH(GOPMATHBHEL;
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N noxaszamenu Kpoeéu: oOGbIYHO HeompejesieHHBI. Bce Mo-
sKeT ObITH Ha BepXHeil rpaHune HOpMbl. MiMeeT 3HaueHHe HX
JAMHAMHUKA;

W ceponozuveckue mecmbl: TAK)Ke HA BepXHedl rpaHMIe
HOPMBI.

ITocse OmeHKM CTemeHH AKTHBHOCTH IpoIlecca BayKHO OII-
pe/leuTh NMpeMMyIlecTBeHHBIH XapaKTep MOPa’keHUs: IHIO-
MHOKapAMUT, MHOdHAOKADAUT, MHUOKADAUT, NAHKADAMUT. s
9TOT0 HCHOJIb3yeTCs KJIMHHKO-HHCTPYMEHTAJbHBIA JAHArHO-
CTHYECKHI KOMIJIEKC, BKJIOYAIOmUil B cebs mpekie Bcero
3HAHWe KJHWHUYEeCKOH KapTHHBI, XapaKTepHOH IJA KaKIoro
U3 BapuHaHTOB mnopakeHud, AaHHble Y3U, OKI-mokasarenn,
HaJM4yue JMHAMHUKH B Npollecce JedeHUs M Habmwonerus. He-
KOTOpble TPYAHOCTH MOXXeT NpeJCTABIATH OLEHKA XapaKTepa
Teuenuss OPJI. IIpn 3TOM Heo6XOAMMO YYHUTHIBATH OCOGEHHO-
CTH HavaJa, MPOJOJIXKHUTEIbHOCTh GOJIe3HHU:

B ocmpoe meveHue: spkue, GypHble KIMHHYECKHe IPO-
ABJIeHUdA, TMOJHCHHAPOMHOCTh, JabopaTOpHble NOKa3aTelH
OTPa’kalT BBICOKYI0 AKTHBHOCTb IIpoOIecca, MOJIOMKHTeJIbHas
JMHAMHKA dYepe3d 2-3 Mecsma mocjie Hadajua 3aGoseBaHHUSA,
peako ¢GopMupyIOTCA TMOPOKHM cepAna. Takoe TedeHHe Xapak-
TepHo ans OPJI;

B nodocmpoe mewenue: MeJJeHHOe Da3BUTHEe KJHHHUe-
CKHMX CHMITOMOB, MeHbIe HAKJIOHHOCTh K MOJHCHHAPOMHO-
CTH, AJUTeJbHOCTH 3aboneBaHus oT 3 Ko 6 MecsAlneB, MeHbIIe
BbIpaKeH 3(hdeKT OT AHTHPeBMATHUYECKOH TepamuH, daIie,
4yeM NpPH OCTPOM TedeHUH, POPMHUPYIOTCH MOPOKH CepALa;

B 3amaxcno-6anoe, unu mopnudnoe, mevenue: 3aboie-
BaHUe JuuTcs Jo 8 MecsneB, 6e3 BhIpaKeHHBIX OOOCTPEHHIA,
HO M 6e3 MOJHBIX PeMHCCHH; Jallle BHISBJISETCS PEeBMOKADIHT
C yMepeHHOH MJIM MHHHMAJIbHOH AKTHBHOCTHIO; JOCTATOYHO
yacto ¢opmupyercss HOPOK cepAla, NpHYeM HECMOTPA Ha
MPOBOAMMYIO TepPanuio;

N HenpepviéHO peyudusupyroujee mevenue: 310 Haubdo-
Jlee TsXKeJioe TeuyeHHe, BCTpedaeTcsl y JAeTeil cTapiiero BO3-
pacra, XapakTepusdyercs SIPKUMH 0GOCTPeHUSMH, MOJHCHH-
JIPOMHOCTBIO, HePeJAKo y JeTeil (opMHpPyeTCs HECKOJBKO IIO-
POKOB cepAua;
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N ramenmnoe meverue: He ObLIO B MPOILIOM aKTHBHOM
dasbl, OTCYTCTBYeT PeBMATHYECKHH aHAMHe3, B TOM YHCJEe H
ceMeliHbIN, a y pebeHKa BBIABJAETCS MOPOK cepAna, daiie
HeJ0CTATOYHOCTh MUTPAJILHOIO KJalaHa.

O JIaTeHTHOM peBMaTH3Me MO)XHO TOBODHTH B TOM clydae,
KOIJla NpHW TIaTeJbHO co6paHHOM aHaMHe3e He yJaJoch 00-
Hapy»XuTh 3a6oJieBaHMe, KOTOPOE MOXKHO 6B1JIO GBI pacneHUTh
kak anuson OPJI. C mos3umuii KJIMHUKO-Iab0PATOPHBIX KPH-
TepueB JUATHOCTHKH TaKylo (opMy peBMATH3Ma CJIeyeT CUM-
TaTh XPOHUYECKO peBMaTH4ecKoil 6oJIe3HBIO cepana.

JIEYEHHE

Jleuenue pereti ¢ OPJI go/iskHO OBITH PAHHUM, KOMILJIEKC-
HBIM, JJIHTeNbHBIM (3—4 Mecsima), stanHbIM (cTallMOHAp, 3a-
TeM peBMATOJIOTHYECKUH caHATOPHH, AUCIaHCepHOe Habro-
JleHHe B MOJHKJIMHHKE).

I aman. CranuoHapHOe JiedeHHe — 3TO OCHOBHOH H ca-
MBIM Ba)KHBIM aran Tepanuu. OH BKJIOYaeT: a) co3faHUe pe-
6eHKY cOOTBeTCTByHOLlero (MHAMBHAYAJIBHOrO) JiedeOHO-
aBuratejapHoro pe)xuma c 3aHsatueM JIPK; 6) npoBemeHme
9THOIATOreHEeTHYECKOW MeJMKaMEeHTO3HOHl Tepamuu; B) ca-
HAIUIO OYaroB XPOHHUYECKOH CTPENTOKOKKOBOH MH(peKIuu.

Heram ¢ OPJI oGasaTesbHO Ha3HauYaeTcsd IOCTEJbHBIH pe-
JKHM, €ro JUIMTeJbHOCTh 3aBHCHT OT aKTHBHOCTH IIpoIlecca, a
TAK)Ke CTelleHH NOpPaKeHHWs cepAla U B CPeJHEM cOCTaBJIAeT
2-3 mepmenu. [lanee peGeHOK MepPeBOAMTCH Ha IOJYIOCTENb-
HBII (paspelmraeTcs XOJHUTH B TyaJleT, B CTOJIOBYIO, Ha IpoIe-
JAyPhl) M MO3)Ke Ha TpeHUpyloumuii pexxuM. IlepeBox ¢ ogHOrO
Jle4eGHO-ABUTATEIBHOIO PEXXMMa Ha APYroil OCyIecTBIsieTCs
moj KOHTPOJIEeM KJIMHUKO-Ia60paTOPHEIX IOKasaTesjeil u
GYHKIMOHAJIBHOTO COCTOSHUSA CePAEeYHO-COCYAHCTOM CHCTEMBI
(byskuuonanbasie npober Illankosa). Co 2-3-it Hegenu c
MOMEHTA I'OCHUTAJM3ANHNH GOJLHBIM HasHa4YaeTCA MHIUBHIY-
anpHO mopobpanHbI kKommieke JIPK. BaxkHoe B3HaueHHMe
uMeeT nMuTaHMe, XoTA AeTH ¢ OPJI o6bIYHO He HYI)KAAIOTCH B
Kakoii-1ubo Auere, KpoMe, IMOXKAJIYil, ClydaeB peBMATHYECKO-
ro KapauTa ¢ HeJOCTATOYHOCTHIO KPOBOOGpAIlleHHs, NPH KO-
TOPOM IpeJycMATPHBAIOTCHA PA3rpy30YHbIe JHH, KOHTPOJL 3a
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BOJHO-COJIeBBIM OanaHcoM ® T. 4. Iluranue peGerka ¢ OPJL
JIOJI’KHO OBbITh MOJIHOIEHHBIM II0 OCHOBHBIM NHINEBHIM HH-
rpeflieHTaM, COJep>KaTh B JOCTATOYHOM KOJIMYECTBE BHTA-
MHHBI, MHHepaJbHble coiu. IIpH MCOONBL30BAHMH TOPMO-
HAJIbHBIX NPernapaToB U AUYPEeTHKOB NMUTAHHE KOPPUTHPYET-
csl JONMOJIHUTEJbHBIM BBeJleHHeM NIPOAYKTOB, COAepIKamux
KaJaui (u3oM, Kypara, 6aHaHBI, YepHOCJIHUB, NMeYeHLIH Kap-
Todesb) U JUMIOTPONHLIE BellecTBa (HEXXUPHBIA TBOPOr, OB-
csHas Kaulla u Jp.).

MenukaMeHTO3HAsA Tepanus HalpaBjieHa Ha JIMKBHAALHIO
CTPENTOKOKKOBON MH(EKIHH U MoJaBJieHHe BOCIATIUTEIHHOIO
npomnecca B opraHuadMe. CTPeNTOKOKK MO-IpPeKHEMY COXPaHs-
eT BBICOKYI0O YYBCTBHTEJbHOCTh KO MHOTMM aHTHOHOTHKAM.
OHaKO ONBIT MOKAa3bIBaeT, YTO MpeANOYTEeHUE CJIefyeT OTAa-
BaTh nenuyunauny. Kype nevennss um — 10-12 gmeit (BHYT-
pumbimedHo B go3e 30 000-50 000 EIl ma 1 Kr Macchl Tesa B
CYTKH), mocJie 4ero pe6eHOK NepeBOAUTCA Ha JiedeHue Ouyul-
JUHOM-5, KOTOPBI Ha3HavyaeTcsd BHYTPUMEIIIeYHO 1 pa3 B
Hefemo. Ilpm Hanuuum y GoOJBHOrO XPOHHYECKOro odara
CTPeNTOKOKKOBOH HOCOIJIOTOYHON HHpeKnuu mneaecoobpasHo
mocjie JiedeHNUsl NEeHHOWUIMHOM [0 INepeBoAa Ha OHIMJIIHH
NPOBECTH elle OJMH Kypc aHTHOAKTepHAaJbHOM TepanHH Iep-
OpaJIbHOM Jadveil NpemapaTa IIHPOKOro CIeKTpa JAedCTBHSA
(anmubuomuku ye(hanrocnopuro60zo pada, MaxKporudst).

XapakTep, AJHTEJIbHOCTb, BHIGOP CpPeACTB NPOTHBOBOCIHA-
JINTEeNIbHOM TepamuM 3aBHCAT OT THAMYKECTH COCTOSHHSA, CTelle-
HM AKTHBHOCTH WM IJIyGHHBI MMMYHHOIO BOCHAJIeHHs, WHIM-
BHAYaJbHBIX ocobeHHOCTell peGeHKa (IepeHOCHMOCTHL psAja
npenapaToB, BbIPaK€HHOCTbh UX MOOOYHEIX AeHCTBHH H T. I.).
OneiT mokaseiBaer, 4ro npu OPJI (c ocTpsIM H IOZOCTPBHIM
TeyeHHeM) HaubGosee aeKTHBEH MeTOJX KOMIJEKCHOH Tepa-
[OUU, OpeAycMaTPUBAIOIHI YMepeHHbIe K03kl NPeOHU30N0HA B
COYEeTAHHMM C HEeCTePOMJHBIMH [POTHBOBOCIAIMTE]bHEIMHA
npenapatamu (HIIBII). Takoe JieueHMe Mo3BoJisfgeT AOOHTHCSA
He TOJBKO IOJABJIEHHS AKTHBHOCTH PeBMATHYECKOro BocIHa-
nuTenbHOro mponecca, Ho u npu OPJI mpexaynpexzaaer ¢op-
MHpOBaHHe IOPOKA cepjAna, a NPH XPOHUYECKOH peBMaTHYe-
cKoil GoJie3HM cep/lla — IPOrpecCHpoOBAHHE HMMEIOIUXCS H3-
MeHEeHHi CO CTOPOHBI CepAeYHBIX KJANaHOB.
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T'miokokoprukocrepouss! (I'KC) sasHaualoTcs B yMepeHHBIX
nosax: npednuszonon — 15-25 mr (B cpearem — 0,5 Mr/kr mac-
cel B cyTKH). IIpu UX Aade cleAyeT YYUTHIBATb CYTOYHLIE (H-
3HoJIOTHYeCcKUe GMOPUTMEI KOpbl HaAmodedHUKoB u 50-75%
Beeif M03bl HadHauaTh GOJBLHOMY B yTpeHHMe dachl. IIpu BBI-
paskeHHOM AUGGY3HOM pPeBMATHUYECKOM KapAHUTe C BBICOKOH
AKTHBHOCTBIO IpoIecca j03a IpPeJHU30JIOHA MOKeT ObITh
peimre (1 Mr/kr maccel B CyTKM) M HasHauaThcad Ha Gosee
JIUIATeNbHBIN Tepuox. B cpepHem obbrunas mosa (0,5 mr/xr)
paercs pebenky 10-14 gHeii, K 2TOMy BpeMeHH dalle BCero
y:xe HabiofaerTcs ABHBIN KianHudeckuit apdexr. I'KC orme-
HSAIOT IOCTEeNeHHO, TaK, YTOObI KypC JeueHUs MPOAOJIKAICA B
cpe/lHEM OKOJIO 2 MecsleB (IPH TAMeJNBIX KapAuTax — 3 Me-
cAna).

IIpumenenue HIIBII, uMeromux ocobblii MeXaHU3M JeicT-
BuA (B OCHOBHOM IOJaBJIeHNE MPOBOCIAIUTENbHBIX MeIuaTo-
POB, B YACTHOCTH MPOCTATJIAHAUHOB), 3HAUHUTEILHO YCHIMBAET
neiicreue T'KC npu sedenun 6osbHbix ¢ OPJI. Oror addext
JlaBHO 3aMeuyeH I[PU Ha3HAYeHNWH OOJBLHBIM acnupuHa (ale-
THUJICAIMI[MJIOBON KHCJIOTHI), KOTOPBIH CUYMTaeTcsd TJIABHBIM
NPOTHBOBOCHIAJMUTENBHBIM IPEeNapaToM IpH JIeYeHHHU JeTel ¢
OPJI.

Acnupun, obnagas BHYTPHCOCYAMCTBIM Je3arperupyo-
IOUM JeiiCTBMEM, BBIBBIBAET TaKKe 0oJeyTONAONMI, AeceH-
cHOUANBUPYIOmMMI ¥ KaponoHMKawmuil addextsi. OH Ha-
anauaercsa B jose 0,2 r Ha rox »kusHM pebeHKa (HO He
3 r B cyTku) B 3—4 npuema, mocie efbl, Kypc jJedeHus 3—4 He-
nenu. B mocnenyomem jgo3a ymensiraercsi go 0,15 r Ha rox
JKMBHHM B CYTKM — Ha 2 Hejesu, a 3areM B gode 0,1 r Ha rox
JKHM3HM — eme Ha 1,5 mecsana. B cpexHem sieueHHe acIMPHHOM
npogoskaercs 2,5—3 MecsAna. ¥ HeKOTOPBIX JeTeil mpueM ac-
OUPHHA MOXKeT MPOBOLMpPOBaThH GONM B KUBOTe, NOSIBICHHE
CHHAKOB Ha KoXe. OTo TpebyeT ero oTMeHBI ¢ 3aMeHOH Apy-
rum HIIBII (6pygern, undomemayun, 6onomaper) uian gexap-
CTBEHHBIM CpPEJCTBOM M3 TIPYNNbl NHPa30JoHA (QHAAbLZUH,
oymaduon).

CyrouHasi no3a MHJOMeTAlHHA HA3HA4YaeTcs M3 pacuera
2-3 Mr Ha 1 Kr macchl Tesla peGeHKa ¢ paBHOMEPHBIM pacIipe-
nenenueM B TeueHue aHA. Kype neuenus cocraBasier 1-1,5 me-

69



csilla, NpU HeOOXOAMMOCTH NpPOAOJKaeTcss 3—5 MecsAmnes
10 TIOJIHOM HOpPMAaJIM3alMy ITOKasaTesleil aKTHBHOCTH BOCIA-
JIeHU .

Juxnogenax nampus (opmogen, 6orbmapern u Ap.) Tak-
’ke HagHayaercs B fose 2—3 Mr Ha 1 kr maccel. Kypce sedenus
2—-3 mecsana. Cienyer nmog4epKHYTh, YTO B IJIAHE TepAlEBTH-
yeckoii addexkTuBHocTr npu OPJI HIIBII sHauuTebHO yCTY-
nalT ropMOHAJBHBIM IIpenapaTaM, 0coGeHHO IpPH HAJWYUH Y
60JbHOTO KapAMTA Pa3MYHOU CTeNeHU BhIpakeHHOCTH. Jle-
KapCTBeHHbIEe CPeJCTBA M3 TPYINNbl NHUPa3oJioHa (QHAAbZUH,
6ymaduon) B HacTosiIlee BPeMsA B MeAHATPUYECKOM NPaKTHKe
NPUMEHSIOTCH PefKO.

Bymaduor naeT XOPOIIMH NPOTHBOBOCIAJIMTEIbHBINA 3-
dekT, HO obsagaeT mMoGOYHBIMHU AeiicTBHAMH (pBOTa, reMarty-
pusi). Ero He cieayer HasHadaTh JeTAM C pPeBMATHYECKHM
KApAUTOM, OCOOEHHO TPOTEKAKIIAM ¢ HeJOCTATOYHOCTHIO
KpoBooOpallleHus, TaK KaK OH 3ajlep>KUBaeT B OpraHu3Me BO-
Ay U COJM HATPHA.

ITanueHTaM C 3aTAXKHBIM M XPOHHYeCKHMM TedeHmeM OPJI
neJsiecoobpasHO BKJIIOYATH B TePANMI0 NpenapaThl XMHOJHHO-
Boro psna (pesoxum, denazun, naaxeenun). Hapsagy ¢ nporn-
BOBOCIIAJIUTEJIbHBIM JeHCTBHEM OHHM CHOOCOOHBI BHISBIBATH
TAK)Ke CTOMKHMH MMMYyHOCympecCHBHBIN 3¢deKT, NposABIAIO-
muiicsa obeluHO y)Ke Ha 3—4-if HeJele NpHeMa Ipenapara.
HenarenbHo (10 MOKa3aHUAM) Ha3HAYaTh UX OJHOBPEMEHHO C
TKC, a B mocieayiomeM, mocje OTMEeHkEI IPeJHA30JI0OHA, OCTa-
BUTH pebeHKY (B ero BoapacTHou A83e) Ha 1-1,5 roma. [nsa
denazuna (B Tabnerkax mo 0,25 r) Mcmonb3ylOTCA HO3BI: Je-
Tam 5-7 ner — 1/3 tabneTku Ha HOYb, B 7T—10 ser — 1/2 Tab-
JIeTKM Ha Houb, crapmie 10 ser — 1 TabseTka Ha Houb. IIpu
JleYeHUH NpernapaTaMyd XHHOJIMHOBOTO pPsAja clefyeT MOMHHUThH
O BO3MOXKHBIX NMOGOYHBIX JeHCcTBHAX (JeHKONeHHs, Hapylle-
HUe 3peHHs, BbINAJeHHe BOJIOC M Ap.), YTO SABJIsSeTCS MOKasa-
HHEM K MX OTMeHe.

IluTocTaTHYyecKkne HMMMyHOAempeccaHTHl (6-mepxanmony-
PUHM, @3amMuonpuH, YukKiopocan W Ap.) TNPH peBMaTHIME
NpUMEeHSIOTCA KpaiiHe pegxo. IlokasaHueM i MX HasHade-
HHS CJIY)KUT HelNpephIBHO PelMAMBUPYIONiee TedeHHe 3aboire-
BaHNS ¢ Hea(dEeKTHBHOCTHIO BhHINIEINepeYHCIeHHBIX Tepamnes-
THYECKHUX CPEJCTB.
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BakHeHIUUM KOMIIOHEHTOM KOMIIJIEKCHOH Tepaluy HeTei
¢ AKTUBHBIM PEeBMATHUYECKHM IIPOIleCCOM SABJIAeTCA caHADUA
04YaroB CTPENTOKOKKOBOW MH(EKIHH, NpexJe BCEro caMoro
YacToro M3 HUX XPOHHYECKOro ToH3msuuTa. KoHcepBaTHBHas
Tepanusi He Bcerga fAaeT jkeJaeMbld addeKT, Mmoaromy npu
YIOPHOM [EeKOMIIEHCUPOBAHHOM BapHaHTe TeYeHUS XPOHHYe-
CKOro TOHBMJUIMTA MOKa3aHA TOH3HJUIDKTOMMSA, KOTOPas Ipo-
BOAMTCS B IIOJOCTPOM INepmoje 3abojieBaHMSA, B CpPefHeM He
paHee yeM 4eped 3—4 Mecsina nocie Hagasna OPJIL.

II aman . IlpegycMaTpuBaeT NpPOAOJKeHUEe BOCCTAHOBH-
TeJIbHO# Tepaluy B YCJIOBHAX JAeTCKOTO PeBMATOJIOIMYECKOTo
caHaTopus. 3aJa4y TOTO Jrama’

N JOoCTHIKeHUe IIOJIHO PeMHCCHH Ipolecca;

W BoccTaHOBJIeHMe (YHKIMOHAJIBHOH CIIOCOGHOCTH cep-
JIeYHO-COCYAUCTON CHCTEMBbI, YTO JOCTUIaeTcsi C IOMOLILIO
sneyebHO-030poBUTeNbHOTO pexkuma, JIPK, sakanuBaHus,
NpUMeHeHUs BO3AYIUNHBIX BaHH, BOAHBIX IpPOIeAyp, NpHYEM
BCE 9TO INPOBOJAUTCA C y4eToM ocobeHHocTeil opraHu3Ma pe-
6GeHKa;

M IpoJoJKeHHWe CAaHAIIMM XPOHUYECKOTOo CTPEINTOKOKKOBO-
ro ovyara BoclaJeHHs (XPOHHYECKOTO TOHBMJUIMTA, CHHYCHTA,
afleHouuTa, (hDapUHTHUTA).

B caHaTopuuM AeTSIM NpPOXOJKAIOT MPOBOAUTHL AHTHpPEBMA-
THYECKYIO Tepamnuio (caiuyunamot, npenapamot GMUHOXUHO-
JUH06020 pada, Ouyunaun-5) 1 pa3 B 3 Hegenu BHYTPHUMBI-
mevHo. JlnuTenbHOCTh NpebbiBaHUA B caHaTopuu — or 1,5 1o
3 MecsIes.

IIT sman. 3ro aucnancepHoe HablOJeHHe U AajbHeMH-
masi NPOTHBOPeMAMBHAS Tepamus, ocyLlecTBJseMas JgeT-
CKHMM DeBMATOJIOTOM B YCJIOBHUSIX IOJHUKIMHUKH IO MeCTy
JKHUTenbcTBa pebeHka. JlucrmaHcepHOoe HabGNOJAeHHe Npeay-
CMaTpHBaeT INPOJAOJKeHHe ITPOTHBOPENUAMBHOI Tepamnuwu,
yayumenue (YHKIMOHANIBHBIX BO3MOXKHOCTell cepAedyHO-
COCYAMCTOW CHCTeMbI, IOBBIIMIEHHE HMMMYHOJOTHYECKOi
3amuThl pebeHKA M CAHALMIO XPOHHYECKHX OUATOB MHbeK-
IHUH.
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INPOPHJIAKTHKA

Ilo pexomenpanusim BO3 (1989), nporpamma mpeaymperk-
JeHusi peBMaTH3Ma M GOpHOBI € €ro penUAMBAMH BKJIOTAET
Mepbl IePBUYHOW U BTOPHYHOU NMPOGHUIAKTHKH.

Hepsuunas npogpunaxmuxa OPJI mpexxne Bcero mpepy-
cMaTpUBaeT IepPBUYHOE ero MPOrHO3MpoBaHHE. ITO IO3BOJSA-
eT BBIABIATH (EHOTHNUYECKN NPeJpPACIONIOKEHHBIX K HaH-
HOMY 3a60JIeBAaHUIO JIMI] U [eJieHanpaBJeHHO NMPOBOAUTEL HpPO-
¢unakTHKy Bo3aMokHOro pasutus y Hux OPJI, npudem npu-
HsATble Mepbl B MEpPBYI0 o4Yepelb AOJKHBEI GBITH HANPABJIEHEI
Ha KOPPEKIMIO TaK HA3hIBAEMOrO «CTPEeNTOAJIEPrHYecKoro
auaTesar.

C mo3uuuii M3JI0KeHHOro, BHICOKOMH(MOPMATHBHBIM GBIJIO
6Bl BLISIBJIeHHEe TeHeTHYeCKHMX MAapKepoB IpeApaclosoXeH-
HocTH (PS4 TramjlOTHIOB AaHTUreHoB cucTeMbl HLA u
B-knerounoro mapkepa D8/17) y nun U3 cemeit ¢ peBMaTHde-
CKMM aHAMHE30M, HO B [JefICTBHTEJbHOCTH 3TO MOKa MAaJo Be-
positHo. IIpakTHYecKMM BpadyaM MOXXHO PpEKOMEHJIOBATh
cleAyOmuil KoMIueKe GaKTOPOB PUCKA, ONpelesAIOMHi BhI-
COKYI0 BepOATHOCTb pas3BUTUA y peGeHKa peBMaTH3Ma
(JI. U. BeneBoserckas u ap., 1989):

N HaJMYMe peBMATH3Ma HJIM APYIHX peBMATHYeCcKHX 0o-
Jle3Hell Y POACTBeHHHKOB NePBOM CTENeHH POJACTBA;

N HaJu4YMe OPOSBJIEHUH BPOXKIEHHON HENOJHONEeHHOCTH
(Me3eHXMMAaJIbHON AMCIJIA3MH) COEAUHHUTEIbHON TKAHU Y POA-
CTBEHHMKOB IePBOM CTeNeHN POACTBA;

W >KeHCKHH mour;

m Bospact 7-15 net;

W nepeHeceHHas OCTpas CTPENTOKOKKOBas HH(peKIus H
yacThle HOCOIVIOTOYHBIe HH(EKINA B aHAMHe3e.

ITepBuunas npodunakruxka OPJI BKIlO4aeT:

M Mepbl, HalpaBJleHHbIe HA MOBbIIIEHHEe AKTHBHOCTH HM-
MYHHOH cHCTeMbI (3aKaJHBaHHe, NMOJHONEHHOe NUTaHHe, ca-
Hanus o4yaroB MHQEKI NN, HCKIIOYeHHe BPeJHbIX NPHBBIYEK B
ceMbe H Jp.);

B OpaBHJIbHOE JIeYeHHe AHTMH M JAPYTHX HOCOIVIOTOYHBIX
nHpeKuuil, BHIBBAHHBIX CTPeNTOKOKKOM. OHO JOJKHO Ipexy-
cmaTpuBaTh o6sidaTesibHOe HA3HAUYEeHMEe Kypca aHTHGaKTepH-
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anpHOU  Tepanuu (NeHuyusiun BHYTPUMBIIIEYHO, MAKPO-
audbl, npenapamol Ye@arocnopurogozo psda) B TedeHHe
10-12 gHeii ¢ TMocJeAyOIIMM BBeJeHHEM OUYUNIUHA-5 BHYT-
pUMBbIIIeYHO Uepe3 5—6 fgHeil, He MeHee ABYX MHBbeKHuH. Bo-
npoc 0 Ha3HAYeHHUH ACNUPUHA PelllaeTcss HHAUBUAYAIBHO;

W IeJleHANpaBJeHHOe KOHCepBATHBHOe JeuyeHHe XPOHHYe-
CKOro TOHSWJIMTA (KOMIeHcHpoBaHHON ero ¢opmer). OHO
npeJycMaTpUBaeT NpPOMbIBaHHMe JIAKYH, HCIOJb3oBaHMe GH-
3MOTepaneBTUYECKUX MeTOJOB, MOJIOCKaHHe 3eBa TPaBAHBIMHU
c6opaMu, 06A3aTebHYI0 CAHAIIMIO KADHOSHBIX 3y60B.

Bmopuunaa npogunaxmukxa peémamu3ma B OCHOBHOM
HamnpasJieHa Ha NpeXylpekJeHUe PelUIHBOB M MpPOrpeccHpo-
BaHUA GOJNE3HM y JeTeit M moApocTKoB, mepeHecmux OPJL.
OHa 3akJOuaeTcs B PperyJispHOM BBeJeHHU OUYULIUHA-5
(nposonzupoBaribLii NEHUYULIUN).

MHOTOJeTHUH ONBIT WCIOJb30BaHUA OUIUITHHONPODHU-
JIAKTUKU B KayecTBeé BTOPUYHOIrO NpPoQUJIAKTHUECKOTO Cpej-
CTBa NpPU peBMaTH3Me CBHUAETEJIbCTBYET O ee BBICOKOH addek-
TUBHOCTH. BBIJIEJISIOT Ce30HHYI0O M KPYTJIOTOZHUYHYIO OHITMII-
nuHonpoduaaktuky. Haubosee adpdexTHBHA KPYryorogudHast
npodunakTura Ouyuarunom-5 8 nose 1 500 000 EIl 1 pas B
4 HeflenM JeTAM IIKOJBHOTO Bo3pacTa M MmoppocTKaM. Jleram
JIOIIKOJILHOTO BO3pacTa Iperapar HasHa4yaeTcs B IOJOBUHHOM
noze (750 000 EI).

CorslacHo JAeHcTBYIOIell HHCTPYKIHUM IO NPodUIaKTHKe
pelUMBOB peBMaTH3Ma ¥ pekomenganusm BO3 (1989), ma-
nueHTaM, 0co60 Mo/ BEePXKEeHHBIM BBICOKOMY PHCKY PelHAWBH-
poBanusa 3aboJeBaHUs, GUUMIUIMH-5 cleyeT BBOAUTh 1 pa3 B
3 megenu B gose 1 500 000 EIl mikonbHUKaM, MOAPOCTKAM H
B3pocabiM U B gode 750 000 EIl 1 pas B 10 nueit geram jo-
mkonbHOro Boadpacra (B. A. Haconosa, H. H. Kysbmuna,
1997).

IleTsiM, mepeHEeCIIMM OCTPYIO PeBMATHYECKYIO JIUXOPaAKy
(unu xopeio) 6e3 GopMHpPOBAHMA MOPOKA cepAla, B TeueHHe
OATH JIeT HPOBOAUTCA KPYIJIOroAuyHas OuIMIIMHONPODH-
JIAKTHKA.

IlanuenTaM, CTPAJAIOIIHM XPOHHYECKONH peBMATHUECKOMH
60JIe3HBI0 cepAla, HMMEKIUM peBMAaTHYeCKHH IOpoK (Mau
MOPOKM), MepeHeCIIHM XOpelo, IIPH HAJIHMYHMH 3aTAXKHO-BAJIOTO
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MM PpPeNHUAMBHUDPYIOLIET0 TedyeHUsl OOJIe3HH KPYrJOorogud-
Hasi npoduIaKTUKa GUIHUIIMHOM-5 HOJKHA IPOBOAUTHCH A0
18-20-sernero Bospacta. IIpu mpucoefuHeHHH y 6G0OJIBHOTrO
PeBMaTU3MOM OCTPBIX AHTHH, GAPUHTHUTA, APYrOM HOCOTLJIO-
ToYHO# MHpeKIHU Ha (OHe NPUMeHeHUA OUIMIIUHA-5 06s-
3aTeJIbHO MPOBOXUTCA KYpC JiedeHUsS AHTMHBI NEeHUI{HJLIH-
HOM (MOXXHO HA3HAYUTh I[ePOPAJbHBIA KHCIOTOYCTOMYIHU-
BBIH NMEeHHMIMJJIMH — OCNeH) UJIU NpemnapaToM medalocHopH-
HOBOro psga (yeganexcun, yepmubymen ¥ Lp.), MAKPOJIH-
JaMu.

Kypc antubakrepuanbHoii Tepanuu (10-12 nHeit) HasHa-
yaeTcsi MAMeHTAM /[0 M IOCJle TOH3HJIIDKTOMHH, & TaKiKe
mocJie JI06BIX APYTHX ONEPATHBHBIX BMEIIATEJbCTB.

CaHaTOpPHO-KYpPOPTHOe JledeHHe pebeHKy, IepeHecIIeMy
OPJI, Mo)XHO HasHayaTh He paHee 4eM dYepe3d IoOf, HIpHUYEM
JIyqile peKOMeHJOBATh MeCTHbIe CAHATOPHH.

TIIABA 3

CHCTEMHAH KPACHASA BOJTYAHKA
(CKB) _

CKB sBisiercsi ApKMM npejacTaBuTeseM auddysHoro s3abo-
JIeBAHUS COeMHUTENbHOH TKaHH.

B ocHoBe pasBuTusi CKB JeKHT reHeTHdecKH 00yCJIOBIEH-
HOe HEeCOBEpIIEHCTBO MHO)KECTBA WMMYHODEryJIATOPHEIX Me-
XaHU3MOB, YTO peaju3yeTcsd B 00pasoBaHHM GOJIBIIOrO KOJH-
YecTBA reTeporeHHLIX AHTHUTEN (AyTOAHTHTEN) K cOGCTBEHHBIM
KJIeTKAM OPraHM3Ma M HuX cTpykrypaM. PopmMupyomuecs B
peayJjbTaTe 3TOr0 IUPKYJHUPYIOI[HE HWMMYHHBIE KOMIIJIEKCHI
(IIUK), dukcupysach Ha KJIETOYHBIX CTPYKTYpPaX MHKpoOcCOCY-
JUCTOrO pycjia MHOTMX OPraHOB M CHCTEM OPraHH3Ma, BeXyT
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K DAa3BUTHMIO TAM MMMYHHOTO BOCHAJIeHWsl, UTO IPOSABJIAET-
¢ KJIMHUYECKUM MOJMMOPGU3MOM M CHCTEMHOH IOJIHOPraH-
HOCTBIO.

Esxerogso CKB zaboneBaer B cpegHem 1 us 800-1500 ue-
JoBek. PacmpocTpaHeHHOCTH cocTaBisieT okoyo 50 GosbHBIX
ga 1 muH Hacenenus. CKB BerpeuaeTcsi BO BCeX CTpaHaX MU-
pa. OcHoBHO}i mHK 3aGoneBaHUs IajaeT Ha BO3pacT 12-
25 ner. Yame Goxeror kenmunubl (1:10), cpeau gmereii coor-
HomeHue Heckosbko uHoe (1:3). B mocnexnue rojabl aMepH-
KAHCKMMM VUYeHBIMH OTMedaeTcs HEKOTOPOe yBejude-
Hue 6onpHbIx CKB cpefu num 4epHOi packl, KUTAlileB, SAIOH-
eB 4 T. J.

9THOJIOTHS U TATOTEHE3

Ipuunna BosHukHoseHuss CKB He ycramosieHa. 9To
BIOJIHE O0O0BACHUMO, MO0 KaKoro-To OJHOr0O KOHKPEeTHOTro
«BO3ByUTeNs» 3/eCh HeT U, BePOATHO, ObITh He MoxeT. Peup
MOKeT MATH O «(paKTOpax-MHUIMATOPaX» TeHeTHUecKHu o6y-
CJIOBJIeHHBIX AUCHYHKIUN MMMyHHOH cucrembl. C aTux mo-
sunuit aupeperso npuragiesxxut [JHK- u PHK-copepxamum
BUpycaM, 06J1a/aloluM BBICOKOH MyTareHHOH AKTHBHOCTBIO.
B cBf3M C 3THM B KauecTBe MHUIMATOPOB «MMMYHHOH Iepe-
crpoiiku opranusma Ha CKB» paccmarpuBaloTcss OHKOPHABHU-
PYCHI, peTpaBUpYCHl U T. A. B mocsefHee BpeMsi B 9TOM IJIaHe
[IpUBIEKAIOT BHUMaHHUe Bupyc Oncraiina—Bapp, HbS-anruren
u np. OfHAKO BBIZENUTH KaKoif-mubo BUPYyC u3 TKaHe# 60Jb-
HOro He yjaeTcsi, HO O NPHCYTCTBUU 3THX BHPYCOB T'OBOPHT
HaJIMUMe IAapAMHUKCOBUPYCHBIX IMTONJIA3MATHYECKUX BKIIIO-
4yeHHi (IPH 2JIeKTPOHHOH MHKDPOCKOIMH) B COCyAaX dHJOTe-
nus, BHYTPH JuMdouuTOB, B GHonTaTe IOYEK, KOXKH, pAAa
JPYTHUX OPTraHoB.

B Hacrosimee BpeMsi ¢ TMO3WIMH BTHOJIOTHMH M [aToreHesa
CKB ofcy»xpaiorcsi TPH Ipynnbel (akToOpoB: TreHeTHYeCKHe,
9HJIOKpMHHbIE U cpejoBble. 06 AKTHBHOM yYacTHUU zeHemuue-
ckux ¢paxmoposé B pasButuu CKB cBHAeTeNbCTBYIOT:

M BBICOKHMI puck BodHHKHOBeHMa CKB y nuu, nmeroumux
JIOXKHOIOJIOKHUTEJNbHYI0 peaknuio Baccepmana (Hanuuue aH-

3a* 75



THTeN K (ocdonunugaM, B YaCTHOCTH K KAPAUOJUIOHUHY). DTO
YKasblBaeT Ha HAaJM4YMe Yy HUX NPUBHAKOB CKPHITOIO «AHTH-
docdonunugHoro cuHAPoMa», KOTOPOMY B IOCJIefHee Bpe-
MA yfensercs NpUcCTalbHOe BHMUMaHHWe. Kak mnpaBuso, aTo
ManMeHThl C AJJIeproguaTe3aMH, IO CYIIECTBY COOTBETCT-
BYIOIMMHM «IIPeJBOJTYAHOYHOMY CHHAPOMY», KOTOPBIA MOXKeT
COXPaHATbCA rOJaMH, IPUYEM y PAfa JIAI TAK U He Pealusdy-
sce B CKB;

W uactoe nossjesue CKB npu HacieicTBeHHOM Aedunurte
KOMIlJIeMeHTa, B yacTHocTH ¢dpakuuit C1, C2, C4 u ocobeHHO
¢paknuu C3, pacmjenyieHne KOTOPOH paccMaTpHBaeTcs Kak
[eHTPaJbHBI# MOMEHT 3amycKa «MeMOGpaHOATAKYIOLIEro» ad-
deKTa HMMYHHOTO OTBeTa B OpPraHU3Me;

m y nanuenToB ¢ CKB (M y MX DOACTBEHHHKOB) ropas-
10 yYaule, YyeM B MONYJSALHH, BCTpedaloTcs aHTUreHsl HLA-
B8, DR2, DR3, a Takke ceJleKTHBHBEIe B-KJIeTOUHbIE aJIJIOaH-
THIEHBI.

Takum obpas3oM, reHeTHdecKas reTepOreHHOCTh (aKTOPOB
npeapacnosnoxkeHua u obyciosienHoctn CKB omnpegensier
cTelleHb MaHU(deCTAIlMH, XapaKTep TeYeHHS M KJIHHHUYECKHH
noJIMMophU3M 3TOro TAMKeJIOro mpomecca. Beime 65110 oTMe-
uyeno, 4yro CKB HaubGosiee mojgBep>KeHbI JIMIA KEHCKOro I0Ja,
3HAYMUT, ZO0PMOHANBHBLL CMamyc WrpaeT OIpeAeseHHYIO
poJsib B pasBuTHHM u TeyeHnun CKB.

Daxmopwl okpydcarouyel cpedovi (anrpmbuone'roaoe BO3-
JeiicTBHe, YacTble BUPYCHO-6aKTepHasibHEIe 3a60/IeBAHUS, HC-
TOIAIMe HMMYHHYIO CHCTEMYy, BO3JeHCTBHe psaa Jie-
KapCTB, TNepeoXJaXKJeHUs U T. [A.) CJeAyeT paccMaTPHBATh
KAK «IpoBONMpylOIHe», HO0 OHH HHHUINHHDPYIOT O60Je3Hb
TOJIBKO B CHTYAIIMAX «IIOAMOYEHHOCTH FeHEeTHYEeCKOH pemyTa-
IUU» CO CTOPOHBI MMMYHOPEryJSITOPHBIX MEXaHH3MOB H IIPH
HAJIMYHMHU «IePCHCTHPYIOIIMX BHPYCHBIX T€HOMOB» B acco-
nuanuu ¢ aituredamu HLA u 1. x. [Ipyroe geiso, 4To JajeKo
He Bcerjia yflaeTcs 9TO NOATBepAUTH, H TOIAA YIOP AesaeTcs
Ha «AKOOBI ABHYIO NPUYUHY», HAIPUMepP KaKoe-TO BHPYCHOe
3abosieBaHUe MJIM IPHEM JEKAPCTBEHHLIX NpenapaToB M T. A.
ITo cymecTBy M 9HZOKPMHHAS cHCTeMa, ¥ (PAKTOPH! BHELIHEro
BO3JleiicTBUA Ha «0co6oM» reHeTHYeCKOM (OHE MEHSIOT Ka-
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KuM-To.obpasom anTuressocts JTHK, uTo BefeT K MOSBIEHUIO
K HUM aHTUTe] U K dopMupoBanuio ITUK.

B mocinemHue rogbl Bo3poc HMHTepec K IATOreHeTHYeCKHM
mexanuamam CKB, Tak kak oOHapy»XKHBaeTCs ABHOe CXOACTBO
ummyHHEbIX Hapymenuil npu CKB u CIIHM][e (E. JI. Haconos
u Ap., 1987). Ux o6beguHAOT NUMQONUTONEHNUs, CHUIKEHNe
konuuectBa T-xeiamepos, HapylmleHHe (DYHKIMOHANBHOM aK-
THUBHOCTH MOHOLMTOB, aKTHBAUUsA B-1uMOnHUTOB, BBICOKHIT
yposers IITUK, Bo-MuUKpOrIOGYIMHA, KHCIOTONAOMIBHOTO UH-
TepdepoHa U npusHaKH aHTUDOCHOIUIUIHOTO CUHAPOMA (aH-
TuTesa K GocoJUNNALaM, JIOMKHOIOJOKUTENbHAS peaKkIus
Baccepmana). Eciu oneHHBaTh OCHOBHYIO MATOreHETHUYECKYIO
HanpaBJieHHOCTh UMMYHHBIX peaknuii npu CKB, To aTo 3abo-
JleBaHMe MOYXHO OXapaKTepHU30BaTh KaK MMMYHOKOMIIJIEKCHOe
¢ HEeKOHTPOJHMpPYyeMOW MpoAyKIHeil aHTHTe], 0OpasyrIIuX
MMMYHHBIe KOMILJIEKChI, KOTOPbIe B CBA3HM C UX IeTepPOreHHO-
¢TI0, 06Jafasi IOJUTPONHOCTBIO K CTPyKTypam 6eska
(IHK!), ¢uxcupyiores Ha GasanpHOii MeMOpaHe ?HIOTeNHsA
COCY/IOB M BBIBBIBAIOT TAM MMMYHHOe BoclajleHue (CHCTeMHbIe
MuKporpombGoBackynuTsl). Haubosee ya3BHMBIMU SBJISIOTCS
coefuHUTEIbHOTKAaHHBIe cTPYKTYpbl ITHC n mouex.

B ocuose pasButusa CKB nexur nuchynknusa kak T-, tax
u B-1uMdonuTos, 4TO NposBiIsfeTcs HApPYIIeHHEeM IPOIECCOB
ux BaaumopencTBusa. IIpu dusnosornyecKkoM TeueHUH ClleHa-
pUs UMMYHHOIO OTBeTa Ha JIOOYI0 aHTUIeHHYIO CTHUMYJISIUIO
(He3aBMCHMO OT ee XapakTepa) aKTHBHOCTh B-nmmdonuros, a
gHauuT, ¥ BbIpaborka aHTHTen (Ig) YeTKO KOHTPOJMPYIOTCA
T-numpornuramu (T-xennepamu). IIpp CKB mpomcxomut He-
KOHTpoJIMpyeMas NpoAykuus aHtuten (ocobeHHo IgG mu IgA)
KaKk B CBAS8M CO CIIOHTAHHOW THIEPPeaKTHBHOCTHIO
B-nmuMbonuToB, Tak W BCIEeACTBHEe IOBBIMIEHHS QYHKIUH
T-xennepoB Ha ¢one auchyskuuu T-cynpeccopos. o cux
[Op OKOHYATEeJbHO He pellleH BONPOC, YTO B 9TOM IIpoliecce
NMepBUYHO, & 4UTO fABJfAETCA clefcTBHeM, MO0 Takas Imepe-
CTPOiKa MMMYHHBIX PeakIuil Bcerja CONPOBOXKJAeT KJIMHH-
yeckyio kaptuHy CKB, a TakiKe CIy>XUT AHATHOCTHYECKHM ee
npusHakom (T. [I. Bynamosa wu ap., 1982; I. Klippel,
I. Decker, 1987; M. M. UBanoBa, 1994 u ap.).

EcTb nanuble, 4TO B OCHOBe B-KJIeTOYHO# rHIleppeaKTHB-
HoctH npu CKB nexur npeobnaganme Th-2 Tuna mMMyHHOTrO
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oTBeTa, P KOTOPOM OTMeYaloTcs CHUIKeHHWe cuHTeda WJI-2,
Y-UH® u nossimenue WUJI-4, NJI-6 u WUJI-10. T'unepnpoayk-
nua WJI-6 npu CKB saABiseTrcd NPUYMHOM AaKTHBAIUU
B-1uMQOIUTOB, CTIMYJINpYeT CHHTe3 AYTOAHTHTEN, B TOM
yucne u k JHK (E. JI. Haconos, A. A. Bapanos, H. II. Illux-
kuHa, 1999). CxomHON ayTOKPMHHOW AKTHBHOCTHIO obiafaer
NJI-10, koropslii BeipabaTeiBaercss B-mumbonuramu. Y 60yb-
Heix CKB ycTaHOBJIeHO yBeJlMUeHUe ero KOHIEHTPAIUU B ChI-
BopoTKe KpoBH. IloyaraioT, 4To OH crnocoGeH WHrHGMpOBATH
akTuBHOCTH Th-1-K71eTok. @yHIaMeHTAaJbHBEIM HapylleHHeM B
uMMyHHO#I cucreme y GonpHbIXx CKB sBnsercsa gmedext amo-
nrosa. OH XapakTepuayercsi yBeJMdeHHeM CHHTe3a DPaCTBO-
pumoit ¢opmel Fas-Mosiekysbl, KoTopas WHruGupyeT 3ampo-
rpaMMHPOBAHHYIO KJIETOYHYIO rubesib B mpolecce mposude-
palMM KJIeTOK, 4TO CBA3aHO C HapylIeHHeM TPAHCKPHIIUH
Fas-rena.

B cBsAsm ¢ pasbasaHCHPOBAHHOCTBIO, IO CYTH «aBTO-
HOMHOCTBIO», (PYHKIMOHMPOBAHUS CHENUPHIECKOTO KJIEeTOod-
HOTO M TyMOpaJIbHOrO 3BeHbeB HMMMYHHTeTa IVIyOMHA HX JTHC-
¢yukuun y GonbHeix CKB ofycnoBieHa XapakTepoM mopa-
JKeHUsl M CTeleHbI0 MOJHOpraHHocTH mpomecca. Cpenu MHO-
skecrBa anTuTes npu CKB ocHOBHas pojb NPHUHAMJIEKHT aH-
tutenam kK J[[HK. HWmenno [JHK-coxep)kamue HMMYHHBIE
KOMIJIeKCchl HaubGoJsiee arpecCMBHBI M BhISBIBAIOT KpaliHe TH-
skenple nopakenus novex u ITHC. PHK-cogepxamue ITHK
MeHee MMMYHOTeHHBI M Mpeamojaraercsi, 4To OHH HWHHUIUH-
PYIOT MeHee Ts»KeJible NOpa)keHHsA, B YACTHOCTH B cocyAax
nouek (I. Bolom et al., 1987). 9Tu Bompoce! u3y4aTcs.

CxematuuHo (puc. 2) ocHoBHbIe dTambl matoreHesa CKB
MO’KHO MpeACTABUTh KAK B3aMMOJeiiCTBHe IOPMOHAJBHBIX,
cpeoBbIX (PAKTOPOB y JIMI[ ¢ «OCOOBIM HMMYHOTeHeTHUeCKHM
donoM», BKIWUYaIUM B cebs Kakue-THO0 M3 paHee Iepe-
YHCJIeHHBIX 2JleMeHTOB («mepcuctupytomue MHK- man PHK-
BUpycHble TeHOMbI», aHTUreHbl HLA-B8, DR3; BpoxIeHHBIH
pepunuT psaga Gpakinuii KoMIJIeMeHTa, aHTHTeJaa K (ocedo-
JIMOHAAM U Jp.).

Kak BUAHO M3 puc. 2, ofHHU BhipabaTeIBaeMble B Ipoliecce
6eCKOHTPOJILHON I'MIleppeaKTHBHOCTH B-KJIeTOK aHTHTeJa MO-
ryT OKa3blBaTh IpAMOe IOBpexjaiolnee JeilicTBHe Ha TKAaHH,
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leHeTnyecke DakTopsi | ——» Bupycsl
haxTopbl OKpyXatowen [ Baktepuu
cpeas [ YnsTpacuoneTosoe

\ obnyuyeHve

Nekapcrea

_B-xneTouHas

B-kneTouHan
AvdepeHumaums
UMMyHHble
nupyloume
ooy e
OTnoxeHus aHTuTen
B TKaHAX
AHTMHyKneapHbie, |
MTapHbie .
aumnuumj PH —— Cneunduyeckue
MpopykTsl - CUMNTOMBI: HedpuT,
BOCNaneHws: nopaxenue LIHC,
npocTarnaHAuHbl, remMaTonormyeckui
NenKoTPUeHbI, CUHAPOM (TPOMBOLMTONEHMA,
KOMNNeMeHT aHEeMUS, NEeAKOUNTONEHUA 1 Ap.)
(Cs, Csv Ap.) v AP

Puc. 2. Cxema nartorenesa CKB (A.fl. Curuaun, H.T. T'ycesa, M.M. Usa-
HoBa,1994)

Ipyrue OCYLIEeCTBISIOT CBOI0 ATPECCHBHYIO HANPABJIEHHOCTb
yepes mMMyHoperynsnuioo T-kmeTok, ofpasoBaHme OUK un
AKTHBALMIO KOMIJieMeHTa. BechMa BepoATHO, 4YTO B 3TOM
KpOIOTCS KJIMHUYECKHH MOJMMOPGH3M U TPYAHOCTH Tepamuu
CKB y gereii.

Ilns CKB xapakTepHO Da3BHUTHe CHCTEMHOTO BACKYJIHTA.
Backysnur npu CKB 06GBIYHO CBA3BIBAIOT C JIOKAJBLHBIM OTJIO-
sKeHHMeM B creHKax cocyzoB IIHK, comep:kamux aHTUTesIa K
natusHoit [IHK. ¥V psiza GOJBHBIX BACKYJHMT MeJKHX COCYJOB
(ocobernno npu nopaxxenun I[THC) pasBuBaercss B OTCyTCTBHE
JIEIO3UTOB MMMYHHBIX KOMILIEKCOB B COCYJAMCTOH CTeHKe
(P. Hopkins et al., 1988; E. JI. Haconos u ap., 1999). Bepo-
sAITHee BCero, B OCHOBE BTOrO Ipomecca JeXXUT KOMIJIeMeHT3a-
BHCHMOe TOBpeXK/leHHe COCY/0B, He CBfA3aHHOe ¢ 06pasoBaHM-
eM MMMYHHBIX KOMIIJIEKCOB, a HAaIllOMHMHaWIlee (eHOMeH
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IIsaprumana. Ero passutne ob6bsacusior WJI-1 u DPHO-
3aBUCHMON AaKTHBaIUeil 2HJOTeNMsA, BeAyIed K THIEpaKc-
npecun Ha HUX MeMmGpaHe wMosnekyn azpresuun (ICAM wu
E-cenexTuH), M aKTHBaluell cUcTeMbl KOMIJIEMEHTa ¢ obpa-
sopanueM aHadumorokcunon (P. Horkins et al., 1988). 3ror
MexaHM3M BefeT K mnopaxkeHuo ITHC, k HapymeHusam Ku-
meyHoi nupkyasuuu (CKB-sHTepuT), MHOrga MO’KeT Haro-
MHHATH CHH/POM CHCTEMHOTO BOCHAJUTE]LHOTO OTBETA.

KJIACCH®PHKAIHA

Jlo HacToAIero BpeMeHH BpauaMH-MHTEPHUCTAMU MCIOJb-
syerca knaccudpukanus CKB, npemnoskennasa B. A. HacoHo-
Boit (1989). B ocHoBe KylaccMpUKALMY JIeXKAT ONeHKA Xapak-
Tepa Hauasa CKB (octpoe, mogocrpoe, INepBUYHO-XPOHH-
YecKoe) M CTeneHb AKTUBHOCTH, ONpejeisieMasi IO KJIHHHUYE-
CKMM M J1a60paTOPHBIM (6MOXMMHUYECKMM M HMMYHOJOTHYe-
CKMM) JaHHBIM. B cBA3M c¢ aTuM BeIgenswTcs l-a (MuUHH-
ManbHadA), 2-a (yMepeHHas) U 3-s (BbICOKas) CTENeHU AKTUB-
Hoctu CKB. B kjaccuduKanuu OTpa)kaloTcs CHCTEMHOCTh M
BejlylMe cMHApoMbl 3a6oneBanus (mopakenue ITHC, nedpur,
CepOo3UThI, CepleYHO-COCYAUCThIe MOPaXKeHHs, reMaToJIoruye-
CKHI CHHIPOM, KOXXHBIi, cycTaBHON u p.). Kinaccuburanus
03BOJIsleT AMHAMMYHO OIleHMBATH TedeHHe, Xapakrtep obocT-
peHMil, HaJIMYMe MPOrpecCHPOBAHMS, a 3HAYUT, W IPOrHO3
CKB. DTO HCKJIIOUYHTENIBHO Ba)KHO NpH BeiGope JsedeGHO-
peabUIMTAHOHHONH TaKTHKH y Gonpumx CKB.

KJIHHHYECKASd KAPTHHA

VY nereit ¢ CKB Hepeko [0 pa3BUTHA NOCHHIPOMHOI Kap-
THHBI 3a60JIeBAHNA OTMeYaeTCs HAPACTAIOMIWI IO CTeNeHH
CBOMX INPOSIBJIeHHII ACTEHWYeCKHH CHMITOMOKOMILJIEKC: IIO-
BhIIIEHHAS YTOMJISIEMOCTh, HApYIIeHHe TPOPHKH (JOMKOCTH
HOrTeif, IeJylleHMe KOXH, BBINAJeHWe BOJOC M Ap.), cja-
6octh, moxynanue. MHOrZa 3TO COMPOBOXKAAETCS MOBHIMIEHH-
eM TeMIepaTyphl TeJia, TOJIOBHBIMH GossiMH, ocjabieHneM
NaMATH W TOJBLKO CIYCTS KAKOe-TO BPeMs pa3BHBaeTCH IO-
cunapomuas kaprnHa CKB ¢ xapakTepHO#l Jisi Kayk[Joro us
CHH/JIPOMOB KJIMHHMKOI.
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BeizensiloT TpH ocHOBHBIX cuHApoMa CKB: KOMHBIM, cyc-
TaBHO# M BHcLepasbHBIA. OHM MOTYT COYEeTAThCH MeXAYy COo-
60if, KOHKYPHUPYA 10 TAKECTH NPOABIEHUI.

KoKHBIN CHHIPOM

KoXHBI CUHIPOM MOXKeT NPOABJIATHCA CAMOCTOATEJIbHO U
6bITh eMHCTBeHHBIM, TOTAA pedb HAET O TaK Ha3blBaeMoit
«IucKOuIHOM KpacHoil Bosdanke» (JKB). IIna OKB xapak-
TepHBI JMCKOW/HBIE OYATH MOPAYKEHHUS KOXKH HA OTKPBITBIX
yuacTKax: Ha JIMIe, YIIHBIX pakoBuHaX («dopma BoiuaHOY-
Hoit 6a6ouku»), pykax, Horax, wmee. Tunuunoit [ITKB csoiicT-
BeHHBI TPU KapAWHAJbHBIX CHMIITOMA: dpUTeMa, FHIlepKepa-
T03 u arpodus. BHadase mosiBasfercss HeGoJbIIOe PO30BOE
MJIM KPacHoOe MATHO ¢ YeTKUMH TrPaHMIaMM, OHO MOCTENeHHO
MOKphbIBaeTcsl dYellyKaMM, KOTOpble CHaG)KeHBI IIMIoo6pas-
HBIMH BBICTYIIAMM, YTO ofecreuynBaeT UM CTOHKOe cIelJeHHe
¢ riy60oKUMH ciiosiMH Ko)kH. CHAITHe YelllyeK CONPOBOXKJaeT-
cs Gospio. IIpu masnbHeiimieit 9BOJIONMM KOXXHOTO 3JIeMeHTa
obpasyiores pybioBasi arpodus B IeHTpe, 30HA KepaTo3a K
nepudepuy U BeHYMK M'HIIePeMHUH CHAPYXKH.

BoaMOKHBI M HeTHNHMYHBbIe (Hecrenuduueckue) KOXKHBIE
NposiBJIeHUsI B BUJe TeJleAHIMIKTA3Mii, JIomyc-Xeitnura (Ko-
POYKM, B5pO3MsI C MCXOAOM B aTpodHi0 HAa KpacHOH Kaiime
ry6), anonenuu (pybéuoBas Ui HepybIoBas, NposABIAKOIaACH
JIOMKOCTBIO ¥ MCTOHYEHHEM BoJioc GIM3KO K KOPHAM).

OnucaHHBIN KOXHBIH CHHIPOM MOJXET CONPOBOXKAATH M
CKB. U3 nanGonee TsxesblX (OPM MOPaXKeHHsA KOMKH OIH-
chIBalOTCs OyJle3Hble BBICHIMAHUSA, MOPaXKeHUSA CJIU3UCTON
TIOJIOCTH PTA.

Hai MHOTOJIETHHI ONBIT AMATHOCTHKH KPACHOH BOJTYAHKH
(KB) y nereii moaBoJisieT ImpeAanoyaraTh, 4YTO YMCTO KOXKHAS
KB Berpeuaercs MCKJIIOUHMTENBHO PefKO, a €CJAM IO Hadasb-
HBIM CBOMM INPOSIBJIEHUSIM OHA MMeeT NPU3HAKH JMCKOHIHOM
(B TeueHue 1-2 Jser), TO B MOCJNeAYIOI[eM C KJIMHHYECKOH
KAPTHHON MEPBUYHO-XPOHHYECKOTO TeYeHHsS PpasBUBAIOTCH
NpU3HAKKU monuopranHocTH, npucymue CKB. Boamoxkno, B
aToM sakJiodaercs cnenuduka CKB y mereit. Cyns mo nure-
PaTypHEIM JaHHBIM, Bompoc o6 obmuocTn KoxkHOi KB u CKB
ocraeTcss JAMUCKYCCHOHHBIM. O6mero MHOro: XapakKTepHBIH
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KOXKHBI CHHJAPOM, HEpeIKO CXOJHble TIeMaTOJOrHdYecKue,
6MOXMMHUeCKHe U MMMYHOJIOTHYECKHe CABUIH, PA3JIMUHUA CO-
CTOAT TOJBKO B CTeNeHW M TiIybuHe WX mposBiaeHHi. OxHM
ABTOPbI CUMTAIOT, YTO 8TO aGCONIOTHO pas3Hble 3abosieBaHMA,
Ipyrue yTBep)KAaioT, 4To Hajnume aHTHreHoB HLA-B8 mam
DR3 y 6oJbHBIX C JUCKOMJHON BOJYAHKOM CJY>KHT IPOTHO-
CTHUeCKHMM Npu3HakoM TpaHchopmanuu ee B CKB, ocoberro
y JKeHIUH, npudeM B Bodpacte 15-40 ser (N. Rowell, 1988).

B sakJioueHue ciegyeT OTMETHTh, YTO, IO HAIIUM JaH-
eiM, v 50% nereit ¢ CKB c¢ camoro Hauana 3aGosieBaHHe
NpPOABJIAJIOCH KOKHBIM CHHADOMOM KaK Ha4yasbHBIM IPHU3HAa-
KOM € MOCJIeAYIOIIUM MpHCOeAUHEeHNeM APYTHUX CHMITOMOB, Y
45% pnereil KOMHBIH CHHAPOM UPHCOeJMHAJICA Ha Pa3HBIX
aranax 3aboJeBaHUSA, U TOJbKO ¥y 5% JeTeit OH OTCYTCTBOBAJ
Ha TMPOTAKeHUH Bcero mepuoja octpeix npossienuii CKB.

CycTaBHOMH CHHIPOM

CycTaBHOW CHHJIPOM MOJKeT NPOABJATHCA B BHJe apTpai-
ruit (npaktuuecku y Beex fgereit ¢ CKB), a mpu BBICOKOH aK-
THBHOCTH 3a60JIeBAHNA MOXKeT Pa3BHTbCA KJIMHHYECKas Kap-
THHA apTPUTA C SABJIEHUSMH CHHOBHTA M BOBJIeYeHHEM B IpPO-
mecc CBfA30YHOro anmapara (TeHAWHHUTHI, TeHZOBATHHMTEI).
Yame nopakawTcs MexdaJaHroBble H MACTHO-(GaJaHrOBEIe
cycTaBbl KHCTe#, HO MOTYT NOPa)kaThCA M JPYrue CyCTaBhI,
HANpUMep KOJIeHHble, JIOKTeBble, TojleHocronHble. IIpomecc
NPAKTHYECKHM Bcerja CHMMeTPUYHBNI, MOTYyT HabmofaThCs
yTPeHHsAA CKOBAHHOCTb M HapylleHHe (QYHKIHH CycTaBOB, HO
9TH siBJeHHsl GBICTPO Mcue3aloT Ha (OHe aJeKBATHOH Tepa-
nuu. Kpaiine penko B ciydae aprpura npu CKB mabimonaercs
acenTHUECKHiI HEKPO3 rOJIOBOK TPyOUaThIX KocTei, yaile aTo
SIBJIfieTCA pe3yJbTAaTOM CTepOMAHOM Tepamuu. MoxkeT, XOTsd H
JIOCTATOYHO PeaKO, PasBUThCS «PeBMATOMJHO-NONO0HAS CrHU-
GaTesbHAS KOHTPAKTYpa majibues pyk» (cuaapom Jaky). Ona
nMeeT o6paTHOe pasBUTHe [OJ BIMSHHEM JledeHHs, u6o apr-
putel npu CKB HocAT Heapo3MBHBIM XapakTep, & MPOABJIeHUA
KOHTPAKTYPHl — B OCHOBHOM pe3yJbTAT BOBJIEYEHHS B IIPO-
[ecc OKOJIOCYCTABHBIX CTPYKTYP (MbImInsl, cBAsku). Hepexko
B cayuasx maEudecranuu CKB cycTaBHBIM CHHAPOMOM IpH-
XOAUTCA NPOBOAUTEL AHuddepeHNUANbHYI0 AHATHOCTHKY ¢
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JOBeHUJILHBIM DEBMATOHAHLIM APTPUTOM. YUHTBHIBaeTcCs Bee:
KAMHHAYeCKas KapTHHA, aHaMHe3, jJaGopaTopHbIe IOKasaTesu
M XapaKkTep CHHOBHaJIbHOM JKHAKOCTH. B ciyuae apTpuTa npH
CKB cuHOBHaJIbHAA JKHAKOCTh Npo3payHas, BsI3Kas, ¢ HH3-
KMM YpOBHeM JIefiKOLHUTOB M mpeoGiajaHWeM MOHOHYKJeap-
HBIX KJeTok. WHorga yaaercss obHapyXuTh LE-KJIeTKH niau
apyrue natoraomonuyHsle s CKB npusHaku.

BucuepaasHbIH CHHIPOM

Ilo cymecTBy Bce BHclepaibHble nposaBienus CKB sBis-
JOTCA TPUBHAKAMM CHCTEMHOrO MMKDPOTPOMGOBACKYJIMTA B CO-
eIMHUTEeIbHOTKAHHBIX CTPYKTYpPaxX MOPa)KeHHBIX OPraHoB H
cucreM. OT XapakTepa M CcTelleHH BOBJedeHMs B Ipolecc
BHYTPEHHHX OPraHOB NPAKTHYECKH BCerfa 3aBHCAT TeueHHe M
ucxon CKB. HauGojiee omacHbl M TPYAHO MOJJAIOTCA Jede-
B0 nopaxkenus nodek u ITHC, HecKoJIbKO Jierye mpoTeKaloT
cepo3uThl (Mopa)keHne cepiua ¢ TMePUKapAUTOM, IOpakeHue
JIErKMX C MJIEBPUTOM H T. J.).

Iopaxenue nouex. Bonyanounslit Hebput (BH) kaunuye-
CKHM TposBjsieT cebs Mo-pasHOMY, M 3TO CBSI3aHO C €ro Mop-
osoruyeckuM TUIOM (MM BADHAHTOM), T. €. C TeM, B KaKoit
CTeneHH M KaKWe CTPYKTYPHBbIe eMHUIbI MOUYKH MaKCHMAaJb-
HO TOJIBEPIJIMCH MOPaYKeHHIO: Me3aHTHAJIbHBIH HedpHT, ova-
roBelii mponudepaTuBHBIN, AUGOYIHBIE TponudepaTHBHBI,
MeMOpaHO3HbIH, CKJIePO3UPYIOMUIl IioMepyIoHedpHUT. YTOU-
HeHHe MOPGOJIOTHH JIIONyc-HePUTA BO3MOXKHO TOJIBKO HPH
u3yueHUH OMONCHIIHOrO MaTrepuasa, 4TO OUeHb BAXKHO HA
PaHHHMX 3Tamax mporecca, u60 OT 3TOTo 3aBUCHT BBIGOP TaK-
THKY TojaBisioliell Tepanuu, a sHauur, u nporsod CKB. B
Hamleil mMpakTHKe BcTpedaauch jgeTH, y kKoropbix CKB Hauu-
HaJach TOJBKO ¢ KJIMHMUECKOW KapTHHBI TJIoMepyJoHedpura,
a auarsod CKB crasuicsi cnyersi rof u Gojee mocje mnosie-
HUA JAPYrMX NPU3HAKOB CHCTEMHOTO mopakeHus. BeposiTHO,
Hedpobuoncusi mos3Bonuaa Obl paHbIIe JHATHOCTHPOBATH
CKB. Ilposisnenuss BH xkpaifHe pasHooOGpasHBI: OT MHHH-
MaJIbHON MepcUCTHPYIOIeif MPOTEMHYPUM 1O TsXKeJeilero
6nIcTpONIpOrpeccHpyiomero Hegpura ¢ OTeKaMH, THIIEPTeH3H-
eif, TMOYeuHON HEJOCTATOYHOCTBLIO M aHacapkoii. Brigensior
yerslpe kAMHUYecKux Bapuanta BH (M. E. Tapeena, 1976):
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W GuicTponporpeccupylomuii BH;

® HedpuT ¢ HePPOTHUECKUM CHHAPOMOM;

W He(pHUT ¢ BHIPAXKEHHBIM MOYEBBIM CHHAPOMOM;

B HepuUT ¢ MUHMMAJIBHBIM MOYEBBIM CHHAPOMOM (cy6-
KJIMHUYecKas NPOTeHHYpHUs).

ITepBrie Tpu BapuanTa BH wamme mpoTekamT ¢ rumepTeH-
3ueif, a 9To, KaK NpaBUJIO, NMPOrHOCTUYECKH HeGIarompusr-
HbIH npusHak. IJoaTOMy IPUXOAUTCA CTPOro MOAXOAMUTH K JO-
3e TOPMOHOB B IleJIAX NPOBeJeHHs MOAABJSAIONEN aKTUBHOCTH
CKB Tepanuu, paHo Ha3Ha4aTh TMIOTEH3WBHbIE U IUTOCTA-
THYeCcKHe MMMyHojemnpeccaHThl. [ua gereit ¢ CKB aru Tpu
¢opmel BH okasanuch HaubGoJsiee XapaKTepHBIMM M IO CyINe-
CTBY OINpejesisiiu NporHo3 3aGoneBanusA. KpaiiHe He6iaro-
NPUATHBIMU M TPeOYIOIMMHI PAHHUX KYPCOB «IIyJIbC-TEPaIli»
cJeflyeT Mpu3HaTh GbicTponporpeccupyiomuit BH u Hedpur c
He()POTHYECKUM CHHAPOMOM.

Buvicmponpozpeccupyrowemy BH cBoiicTBeHHEI Hedpo-
THYeCKHIl CHHADOM, TUNepPTeH3Uus (HEepPeAKO B3JI0KavYeCTBEH-
Has), paHHee (B IepBble MeCHAIbI) Pa3BHTHe IOYEYHOH Hexo-
CTATOYHOCTH M HeGaronpuaTHBIN nporHos. Ero wacrora, mo
JIMTepaTYpPHBIM JaHHBIM, cpenu Bcex BH cocraBaser 12-16%
(A. E. Tapeesa, 1983).

B cpennem y 1/3-1/2 nereit ¢ CKB pasBuBaercs negppum
¢ negppomuveckum cundpomom. Ero ocobGeHHOCTH: yMepeH-
HO BBIPA)KeHHAs! IPOTeMHYPHs, YacToe coueTaHHe ee ¢ TUImep-
TeH3Meil, reMaTypueii, yMepeHHO H@pacTalomas AUCIPOTeH-
HeMHUS.

ITo pamubBIM Jurepatypsl, y 25-30% G6GonbHbix CKB pas-
BHUBAETCS AKMUGHBLL HeGPUM C 6bLPANCEHHBIM MOUEEHLM
cundpomom. OH Xxapakrepusyercsi nporennypueil Beime 0,5 r
B CYTKH, remMarypuei, JeHKOIMTypHe#l, pexe IposBIseTCA
«H30JIMPOBAHHBIM TreMaTypHYeCKHMM HedpHUTOM». ¥V IOJIOBH-
HBl GOoNBHBIX ¢ 9Toi (popmoit BH orMeuaercsi rumepreH3Hs,
YTO OCJIOMKHSET MOAXOABI K JIedeHHI0. B JeTckoM BospacTe
9TOT BapPHMAHT IpoTekaeT GoJiee JOGPOKAYeCTBEHHO, 4eM Iep-
BbIe JBa.

Heppum ¢ munumanvhvim movesvim cundpomom (mpo-
rTennypusi MmeHee 0,5 r B cyTKH, yMepeHHas JEHKOOUTYPHSA H
9PUTPOLMTYPHUA INPH COXPAHHOCTH (YHKOUHM IOYeK) dvalre
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BCEro CONPOBOXKJAeT TsyKeJible BOJTYAHOYHBIE IIOJHCEPO3HTHI,
apTPUTHI, KAPAXTHI, Ipouecchl co cToporsl ITHC.

Ilopasenne HEPBHOH CHCTeMbI (IEHTPAJbHONH U IepH-
¢epuueckoii). B Toif uaM MHOU cTemeHU HabiofaeTcs Ipak-
THYeCKH y BCeX NAaIHeHTOB C BHCIEpPaJbHBIMH IPU3HAKA-
mu CKB.

B Hameil mpakThke ObIM JeTH, Y KOTOPBHIX NOpa)keHHe
IIHC npexmectBoBano KiuHHYeckoit MaHudecranuun CKB.
PaccTpoiicTBa MOTyT MMeTh caMblii pa3HOOGPA3HBIM XapaKTep:
OT eJle 3aMEeTHBIX HEBPOTHYECKHUX, IOBeJeHUECKUX peaKIuit
0 TSXKeJbIX MeHUHTMTOB, MEHUHIodHIedaJIuTOB, dHIEedao-
MUeJIONOIUPAUKYIOHEBPUTOB, apaXHOMAUTOB, BIHJIeNTU(OPM-
HBIX [PHUIAAKOB, OCTPBIX IICHXO030B, IIH30()PeHONOA0OHOIM
KapTHHBl ¢ TAJUIIOOWHANUAMU U Opemom. TsikecTh mopake-
Hus ITHC uvame saBucut ot crenednu akTuBHocTd CKB u cBs-
3aHA ¢ KAPTHHOH BACKYJMTA Pa3JIHYHBIX COCYAUCTHIX 30H
moara. Camoe Tsiykesoe ociioykHeHHMe npu mnopakenuu I[HC
«MO3roBasi» CMepThb, IPEAOTBPATHUTH KOTOPYI0 MOXKET TOJIBKO
MaccHBHas cTepoujHas tepanusi. Mbl Habmoganu 3a pebeH-
kKoM (Jlema M., 12 jer), crpagasmuum CKB ¢ npusHakamu
Tsoxesoro mopaykeius ITHC B Bume MeHMHroapaxHosHIeda-
JIMTa, INPOTeKABIIEro C CYAOPOXKHBIM CHHIPOMOM, OCJIOX-
HHUBIIErocss MO3roBOil KOMOi, KoTopas mpuBesa GOJBHYIO K
cMepTH. BakKHBIM okasajcs TOT (akT, YTO OT MoZoGHOro Ba-
puanTa TedeHusa CKB morubia mMaTh JeBOYKH, Korja pebeHKY
6110 4 roma. [l BeIsicHeHMs XapaKrepa mnopa)keHus ITHC
HeOOXO0AMMO CBOEBPEMEHHO MPOBOJUTH KOMIBIOTEPHYIO TOMO-
rpaduio (KT) unu sagepHo-MarHuTHY0 pesoHaHcHyi KT mos-
ra, IPpH KOTOPBIX MOTYT BBIAABJIATHCS CJeAYIOI[He U3MEHEeHHUA:

W pacIIMpeHHe MOANAYTHHHBIX HPOCTPAHCTB M GOKOBBIX
JKeJIYI0YKOB;

M paclIMpeHHe JIaTepajbHBbIX IHeJieil B COYETAHHHM C pac-
IIMPeHNeM MOANAYTUHHBIX POCTPAHCTB;

M MeJIKHMe KHCThI I'OJIOBHOIO MO3ra B COYETAHHH C PACIIH-
PEHHBIMH IOJNAYTHHHBIMH IPOCTPAHCTBAMH, WHMAPKTHI MO3-
ra u ap.

HUuorpa B puarHoctmke CKB mnomoraer wuccienoBaHue
moMbanbHOM kuAKocTH. B Hell HaxogaT amtutena k JHEK,
CHH)XKeHHe KoMmmleMmeHTa, LE-kierku, yBenuuenue Oenka
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0,5—1 r/n, noBbILIeHHe JaBJIeHHsd, MJIEOHUTO3 (3a CUeT MOHO-
HYKJIeapoB).

B nesnom nopaskenue IJTHC — ocoGeHHO HeGIaronpuATHBIA
B NPOrHOCTHYECKOM IJIaHe NMPHU3HAK. B OCHOBe NOpa)KeHUs
ITHC 7neUT MMMYHOKOMIIJIEKCHBIN BACKYJIMT, BO3HUKAIOMHAK
B pesynbrate ¢QopmupoBanns IIUK. Ormedaercsa BeICOKas
CBS3h MeXK/JY CTelNeHbI0 AKTHBHOCTH HeHPONCHUXHYECKHX Ha-
pymennit npu CKB u yposem LUK (HHK-amtu-THK) B
CIMHHOMO3IOBO YKH/KOCTH.

ImarHocTMKa HeBposormdeckux Hapymenuit npu CKB
BechbMa 3aTPy/JHeHa, YTO IpekJe BCEro CBA3AHO C MOJMMOP-
¢uaMoM KJIMHHYECKMX NPH3HAKOB. Acconuanueil amMepUKaH-
CKMX pPeBMATOJIOTOB MpeAJIoyKeHbl AUArHOCTHYECKHEe KPHTe-
pUH HelfponmcHXHUYecKUX paccrpoiicTs y GonpEeix CKB:

M HeBpOJIOrMYeCKHe: CYJAOPOYKHBIe HPHCTYNbI; OYaroBble
JBUraTeJbHble MJIM YYBCTBUTEJbHble FeMHIape3sl, NapaJndy;
reHepaJn30BaHHBIe paccTpolicTBa (HapylleHHe CO3HAHUSA, 9H-
nedanuT, MEHMHIO9HIeAIUT, ADAXHOUAUT U T. A.);

W ncHXHMYecKHe: ICHX03; dHAOTeHHAs NeNpeccHs; IHKJIH-
yeckne adpeKTHBHBIe HAPYILIeHHs; MH30dpeHONof00HAs Kap-
THHA; peaKTHBHAA [eNpPecCcHs; NMepenajbl HACTPOGHUS H AP.

V 6Goabaeix CKB HeBposornyeckwe HapylleHHs HepexKo
Tpebyior mnpoBefeHHs AuQdepeHIHATLHON IHATHOCTHKH C
ONMyXOJIIMH MO3ra, MHUJIHAPHBIM TYGepKyJe3oM, paccesHHBIM
CKJIepO30M, aCeNTHYeCKHM MeHHHTOdHNedaluToM, apaXxHOH-
JUATOM H JIp. -

Ilopaskenue cepaevHO-COCYAHCTOH cHCTeMbl. XapaKTepHO
s 50-70% 6onbubpix CKB. HauGonee wacto Habmiopaercs
nepuxapaut (y 50%). Yalge oH BHINOTHOIi, MOXKeT OHITH Mac-
CHBHBIM, C Yrpo3oif TaMIOHajAbl cepAna. J[marsocTupyercs
KJMHAYecKHu: 60U 3a TPYyAMHOMN, OJABIIIKA, BEIHYXK/JEHHOE CH-
[siuee ToOJIOMKeHHe GOJBLHOrO, MOXKeT GBITh CHHAPOM BepXHei
noJsioit BeHsl («BopoTHMK CTOKcas) mpM yrpode TaMIOHANEI,
IJIyXO0CTh TOHOB CepAlla, BO3MOXKEH IIYyM TPeHUs IepuKapja B
pauasie Buimora. Ilomoraior B auarHoctnke Y3M cepama
KT (cumxkenue Bosibraska sybua T, cmemenue cermenta ST
u ap.). B mepukapauaabHOil XKHAKOCTH dYacTo OOGHApPYXKHBa-
joresi LE-kJeTku, Bbhlcokuit yposenbs 1gG, IgA, HU3KHH ypo-
BeHb KOMIJIEMEHTA, AHTHHYKJeapHble aHTATesna. PubGpuHO3-
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HBl# (CyXoif) MepUKapAUT MMeeT He CTOJb APKYI0O KJIHHHYe-
CKYI0O KapTHHY, HO OH TaKKe CONpPOBOXJaeTcs GoJeBbIM CHH-
JIPOMOM M yKasaHHbIMH naMeHeHMAMH Ha OKI'. BaknHo mom-
HHUTH, YTO CyXO# TMepUKAPAUT HepeAKO OCJOoXKHseTcs obpaso-
BaHMEM CIIaeK, 4YTO MOXKeT MpuBecTH K (ubpuHO3HO-
CINIYUBOMY, KOHCTPMKTMBHOMY HEPUKADAUTY — Cepbe3HON
yrpoae XKU3HU GOJIBHOTO.

Ipusonum ciayuait u3 Hamleil nmpakTuku. [esouka 7 jer
mocse ocTpoil pecnupaTopHO# BupycHo#t uHdexmuu (OPBU)
nmepeHecjia OCTPBI MHONEPHKADAMUT, KOTOPBIH MPHHSI pe-
NUAMBUDPYIOINee TeUyeHHe C IEePUOAMYHOCTBIO OOOCTpPeHHS B
1-1,5 roga. Kaxpoe obocTpeHHMe XapaKTepH30BaJoCh BhIpa-
JKeHHOM TsAMKecThl0 TedyeHHs. Ha NpOTAKeHUHU pAfa JeT Io-
nospesasiack CKB, oHaKo HMKAKHX KJIMHHYECKHX M Jabopa-
TOPHO-IMATHOCTHYECKHX IIOATBEPXKIeHUi He oOHapyKuBa-
nock. B 12-nernem Boapacre Ha Y3U cepama y GosbHOU Au-
AarHOCTMPOBAH KOHCTPHUKTUBHBIN Muonepukapaut. Ilocie
ouepennoit OPU B 13-1eTHeM Bo3pacTe y peGeHKa BHOBb pa3-
BUJICA MMONEPUKAPAMT, BIEPBble MOSBUJINCH KOXKHBIH CHH-
apom (mo tuny «6aGoukuM») M NPHUIHAKH TJoMepyJoHedpH-
Ta. Ha aToM ¢oHe BBIABUINCH JIaGopaTOpHble NPU3HAKHU
(LE-KJeTKH, CHH)KeHHMe KOMIIJIeMeHTa M Jp.), I03BOJIMBIINE
npuarsocruposaTh CKB.

Iopasxenue muoxapda npu CKB nabmogaercs gocratou-
Ho yacto (y 30-40% GosnbHbIX). KIMHMUecKasa KapTHHA B Ie-
JIOM COOTBETCTBYET IIPOsABJIEHUAM AUBPy3HOro MHOKapAuTa ¢
OpU3HAKAMU CHMJ)KeHHs HACOCHOH (YHKIMM MHOKapja, He-
PeAKO OCJOXKHSIOWelicss cepleyHOil HeZoCTATOYHOCTHIO (Je-
BOKeJIyJ0OUKOBOI, IPABOKeJIYAOYKOBOU HJIM TOTAJILHOM).

IMopascenue andoxapda npu CKB B nociennee Bpems oT-
MeqaeTcs PeAKo. JTO CBA3AHO ¢ PaHHe# yJIbTPa3ByKOBOM IH-
ArHOCTHKOW NPH3HAKOB BOBJIEYEHHUS B IIpoliecC CTPYKTYP
cepAlla M CBOeBpeMeHHO HasHavyaeMmoii Tepanueit. Kiaccuue-
CKHMe 9HJOKapAuTHl (GopomaBuaThiii dHAOKapAUT JInGmMaHa—
Caxca) ceifyuac NMpakTHYeCKH He BCTpedaloTCs, a B KJIHHUKe
pM BOBJIEYEHHM B Ipollecc JHAOKAPAA JAHATHOCTHUPYIOTCS
nopoku. Yame cTpajaeT MHTPAJIbHBIH KJIAaaH, peke aopTasib-
HBII ¥ TPexcTBOPYATHIMH.
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IIpu CKB 1ocTaTOYHO YacTo nopazcaromcs cocydvl, B oC-
HOBHOM apTEePUM CPeJHero M MeJKOro KajaubGpa (apTepHHTEHI).
MoryT nmopaskaTbCs aopTa U ee BEeTBH, a TaKyKe KOPOHapHEIe
COCY/IBI, YTO IPUBOJAUT K Pa3BUTHIO HHGAPKTOB MHOKAapHA.

Penko, HO BeTpeuaercs NMopa)ieHUe CTEHOK BeHO3HBIX CO-
cy0B. dro upeBaTo pa3BuTHeM (yebuTOB U TpoMbodIeGUTOB,
TpoMGO30B B caMbIX Da3JIMYHBIX 30HaX M opraHax. Ciexyer
MOJUePKHYTh, YTO KOPOHAPHUTHI, IOPOKH cepjIla, TPoMGO3bI,
passuBatomuecad npu CKB, B HacTosAIee BpeMsA CBA3LIBAIOT C
NpPOABJIEHUAMH aHTHGOCHOJUIHIHOTO CHHAPOMA.

Hepeako npu obocrperun CKB pasBuBaercss BTOpPHYHASA
TpoMbGoLMTONEHUYeCKAA NypHypa ¢ JHUXOPagKOH, MHKPOAH-
rUONAaTHYecKOil IeMOJIMTHYECKON aHeMHeil, MopakeHHeM IIO-
yeK M HeBPOJIOrMYeCKMMH HapymeHusaMHu. IIpu orcyTcTBHM
ADC ee mopdosioTHYECKHUM INPU3HAKOM SABJIAETCA HaJIU4YHe
903MHO(DHUIBHBIX IMAJNHOBBIX MHKPOTpoMGOB. B criBopoTke
KPOBM Yy 9THX IAI(MEHTOB IPHCYTCTBYeT KPYNHBIH MyJbTH-
MepHBIN (dakTop ¢oH BuineGpaHga, KOTODBIH cIocoGeH BhI-
3bIBATh JAMCCEMHUHUPOBAHHYI0 BHYTPHCOCYAMCTYIO arperanuio
rpomGonuToB. Y MHorux GonbHbIX ¢ akTuBHOX CKB pas-
BUBAIOTCA YyMepeHHble HapylleHHs Koaryasanuu. CuaIpOM
IIBC B cBoeM KJACCHYeCKOM KJHWHHYECKOM INpPOSIBJIeHHH —
JIOCTATOYHO pejiKoe siBJIeHHMe M, KaK MPaBHJIO, MaHH(DeCTHPY-
et npu ADC.

Ilopaxenne nerkux. B cpeanem y 50-80% nereit ¢ CKB
BCTpedyaeTcsl CyXoil MJIM BHIIOTHON JIEBPUT € XapaKTepHOMH
KJIMHUYeCcKoil KapTuHOM (601 B GOKy, Kallesb, OABINIKA H T. [.).
Hepeako BHINOTHOI MJIEBPUT GbIBaeT HACTOJBKO MACCHBHBIM,
YTO CcO3/laeT Yrpo3dy CAaBJIeHHS OPraHOB CPeJOCTeHHs H 3TO
TpeGyeT NpoBejeHHUs IKCTPEHHON NYHKIHUH (B IJIeBPaTbHON
JKUIKOCTH MOXKHO 0O6Hapy»uTh LE-KJIeTKH, HH3KHH YpOBeHb
KOMIJIeMeHTa, AHTHHYKJleapHble aHTHTena U 1p.). Ilospusas
JMATHOCTMKA M HecBOeBpeMeHHOe, HeaJleKBATHOe JiedeHHe Be-
AyT K 0Opa3soBaHMIO IUJIEBPAJbHBIX M IJIeBPOKapAHAJbHBIX
crnaek, a HepejKo K oOGJMTepanuy IJIeBPAJbHON IIOJOCTH.
Ilpu atom jedopmupyercs Auadparma, CHHXKaeTcsi ee TOHYC,
OHA TNOATATUBAEeTCS BBEPX, BaTPYAHAA 9KCKYPCHIO JIETKHX,
YTO CHM’KAET MX YKM3HEHHYI0 eMKocTb. IlopajkeHne JIErOYHOMH
Tkadu npu CKB (nHeBMOHHT) — 38TO HposBJeHHE KJaccude-
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ckorc Backyimra. OHO BeTpedaeTCs QOCTATOYHO PefKO H Xa-
PAKTEepHO [Jisl BHICOKOH AKTHBHOCTH MMMYHHOTO BOCTIAJIeHHS.
PeHTreHOJIOTHYECKH BBIABJsAETCA KJIMHWYeCKas KapTHHA, TH-
OuYHAsA AJIA MUJIMapHOro TyGepKyJjesa, ¢ HUM HepelKO NpH-
XOAUTCA NPOBOAUTH AuddepeHNHaNbHYI0 AUArHOCTUKY NpH
onurocuspoMHoM TedeHnu CKB.

Ilopaskenue XKeayA09HO-KHIIETHOro Tpakra. Berpedaercs
y 50% 6Gomprbx CKB: M3BA3BIEHHs CIU3UCTONH pTa (croma-
THTHI), IAIEBO/A, CIUSUCTON XKeJyAKa, 12-mepcTHOH KHUIIKY
¢ NPMGHAKAMM JereHepaIlMM KOJIJIATEHOBBIX BOJIOKOH M pac-
[IPOCTPAHEHHBIM ApTEPHUTOM B CIM3UCTOH obosouke (IO Ma-
TepuasaM GUONCUNHBIX HccenoBanuit). Ilopakenne KuIIed-
HUKa TeCcHO CBA3aHO C BOBJledeHHEM B IpoLlecC CEePO3HBIX
060JI0UeK M C TOpa)kKeHHMeM COCY/0B OpBIKEHKH, YTO MOKeT
OpPOABNAThCA GONEBBIM CHHAPOMOM, KJIMHHYECKOH KapTH-
HOW KOJINTA, HepeJKO HATIOMHHAIOLIEr0 reMOKONHUT. BoaMoxk-
Hbl a6JoOMMHANbHBIE KPH3bl, KaKk IpaBUJIO, OHH BOZHHUKAIOT
npu Beicokoil akruBHOcTH CKB M coBmajgaioT ¢ APyrUMH HpH-
sHakamMu BackyiuTa (mopaskeme IIHC, cummpom Peiino,
Hedpur).

Nopaxenne medenn. IIpu CKB MoxKeT NPOSBIATECHA OT
He3HAYHTEJLHOrO ee yBeJHYeHUs [0 THAMKeJOro remaTura ¢
npusHaKamMu riy6oxoro Hapymenus ¢yHknui. Iematomera-
nus Berpevaercs B cpefiHeM y 20-25% 6GobHBIX.

AnTHdochHoTMIHIEBIH CHEIPOM

Hayuenue ADC nauamoch eme B 1906 r. ¢ paspaboTku
BaccepMaHOM CepOJIOTHYECKOrO MeTOAa AMATHOCTHKH CHH-
nuca. B mauase 40-x romoB XX B. ObLJIO yCTAHOBJIEHO, YTO
OCHOBHBIM KOMIIOHEHTOM, ¢ KOTOPHIM PearupyioT aHTHTesla B
peaknuu Baccepmana (RW), sBisercss oTpuuaTesbHO 3aps-
sKeHHBIH (ocdonunuy — KapAuMoNMNHH. PesyabraTel mpose-
JIeHHBIX JMUAeMHOJIOTHYECKUX HMCCIeOBAHMI MOKA3aau, 4TO
nonoxutensHas RW Habnomaercss 1 B OTCyTCTBUE CHUIU-
THYecKol MHGpeKuuu. ITOT GeHOMEeH HA3BIBAIOT «JIOIKHOIMO-
nosxkutenpoii RW». Kak okasasoch, OH 4acTo oOHApy»KHBa-
ercst y GonpHeIXx CKB M ApyrHMHM ayTOMMMYHHBIMH peBMATH-
yecKMMH 3a60/IeBAHMAMHA. YCTAHOBJIEHO, UTO B IIadMe 6oJib-
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Hpix CKB, nporekatomeii ¢ Hanuuuem ADC, wacTo BHIABIA-
eTcsi LUPKYJUPYWIUUA HMHIUOGHTOD CBEPTHIBAHUA KPOBH —
BOJIYaHOYHBIA aHTUKOAryasHT (BAK). Uayuenme Guosornue-
CKOr'o CMbICJIa NpOsIBJIeHUs aToro dakropa y GonsHbeix CKB
JlI0Kas3ajo TOT (akT, 4TO ero NMPOAYKIUS CONPOBOMKIAETCA He
KPOBOTOUHMBOCTBIO, & MApafoKCaJbHEIM yBeJMUeHHeM YaCTOTHI
TpoMBoTHUecKHX ocnoxHeHHH. OHM HPOABIAITCA 3aKyNOp-
KOl KPYIHBIX apTepHii M BeH, IPUBOASA K PA3BUTHIO HIIEMH-
YecKoi raHrpeHBl KOHeYHOCTeH, MHGADKTOM IeYeHH M KH-
LIeYHHUKA, PEHOBACKYJIAPHON runepreH3neil (rJIoMepyasipHBIH
TpomM603) U uIIeMueil Moara.

HccnenoBaHus HOCHEJHUX JIeT JOCTATOYHO yOeHTEeNbHO
JIOKa3bIBAIOT, YTO NpHM psAfe BapnaHToB TeueHus CKB, oco-
6enno npu CKB ¢ remaTosoruyecKMM CHHAPOMOM, C BOBJIe-
YeHHeM B IMpoIecc TreMOKOATyJALHUOHHOrO 3BeHA, B TeHe-
3e pa3BUTHA JTUX HADYIIEHMI HemocpeACTBeHHOe ydacThe
NPHHEMAKT aHTUTeNa K dochonunugam (B. A. Haconosna,
3. C. AnexGeposa u gp., 1997; O. B. IllTuronkosa, 1997).
9TO reTeporeHHas IONYJIANUS AyTOAHTHTEN, PEATHPYIONIUX C
OTPHILATeIbHO 3apsAKeHHBIMH, pe)ke HeHTpPaJbHBIMH, docdo-
JaMnuaaMu u/uau GocoMUNUACBA3BIBAIOIIUMYE CHIBOPOTOY-
HbIMH Genkamu. PasBuBalmuiics NPH 3TOM KJIMHHYECKHIT
CHMITOMOKOMIIJIEKC M HAa3BIBAIOT aHTHGMOCHOJHIHAHEIM CHH-
npomom (ADC). Hepenko 4acTs GonbHBIX ¢ npusdHakamu ADC
M HasuuueM aHTHdochomunuaHbIX aHTHTeN (ADPA) He UMelOT
NPU3HAKOB KAKOro-iubo Jpyroro, B, TOM 4HcJe ayTOHMMMYH-
Horo, 3a6oJieBaHUA, B CBABH C 4YeM BBIJEJIAIOT NePBUYHBIH H
BropuuHblit ADC. HcKIHOYHTEeNbHAS CXOXKeCThb HEeKOTOPBIX
KJHHUYecKHX npuaHakoB camoii CKB u nepsmunoro A®C
BBbI3BIBAET TPYAHOCTH B PasTPAHMYEHHH ITHX ABYX HO30JIOTH-
yeckux ¢opwm (E. JI. Haconos, A. A. Bapanos n ap., 1995).
B nocyienne rofbl y KINHAIOUCTOB Bodpoc uHTepec K ADC. Ero
KJIMHUKO-J1a60paTOpHble NPH3HAKH HEIJIOXO H3y4eHHl y B3poC-
aeix. ITo peaynpraTam mocneguux mcciaegosanuii (B. A. Ha-
coHoBa u ap., 1997; E. JI. HacoroB u zap., 1999) Brigensior:

m A®DC y 6onbHBIX ¢ goctoBepHoit CKB;

m A®DC c BonyaHOYHONOAOGHEIM 3a60/IeBAHNEM;

W nepBuuHbii ADPC, npH KOTOPOM OTCYTCTBYIOT HpPH3HA-
KM, xapakTepHsie aius CKB;
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B «xaracrpoduueckuit» A®PC, KOTOpOMy CBOMCTBEHHA
ocTpasi {MCCEMMHMPOBAHHAS KOATYJONATHA (BacKyJIONATHA),
NPOABNAKINAACS MYyJbTHOPraHHBIM TPOMGO3OM, HMHTHPYIO-
mum JIBC-CMHAPOM HMJIM OCTPbIH reMOJIMTUKO-yPeMHIeCKHii
CHUHIPOM.

Crieiyer moguepKHYTh, 4To uaydenne ADC mpeicraBiser-
csl AKTYaJIbHBIM MMEHHO AJIS NeTCKOil PeBMATOJIOTHH, TaK KaK
cpean Beex Goabubix CKB okoso 30% — meru, a saboieBanne
B IOCJeJHHUe rofibl HauMHaeTcs BO Bce Gojlee paHHHE CPOKH.
Ilo nuteparypHbiM ZaHHBIM, ADPC BecbMa 4acToe OCJIOKHEHHE
CKB y gereit, Bctpeuatomeecsi B 57% ciayuaes (O. B. Iltu-
TorKoBa, 1997). Ceponornuecknmu Mapkepamu ADC sipisier-
cA rpynna aHTHTesa K (ocdoaMmuAaM, K KOTOPBIM OTHOCAT
BOJIYAHOUHBIN AHTUKOATYJIAHT, AHTHTeJa K KapAHOJIMIHMHY H
PAX aHTHTeN, ONpefesAIIIHX JOXKHOMONOKUTEIbHYIO pPeak-
nuio BaccepmaHa, a 9T0 B HUSKMX THTPaX aHTHTesJa K HaTHUB-
Hoit [THK u anTHMHYKJIeapHOMY GaKTOpYy.

Knunnuecku ana A®C xapakTepHBI pellHAMBHPYIOLIHe
TpoM603bI, Yalle BeHO3HBIE, COUeTalolHecs ¢ MOpakeHHeM
MeJKHX COCYZOB KOXKM M 06pasoBaHMeM HEKPO30B, TPOMGO-
OMUTONEeHUs, Ha KOXKe ceTyaToe HJHM NPeBOBHAHOE JHBEJO,
cunapoM PeitHo, MHGAPKTHI OPraHoB GPIOIIHOI mosocTH (Te-
YeHU, CeJle3eHKM, HAANOYEYHMKOB), JIerOYHAs THIepTeH3us,
9H/JIOKADJUT, y3J0Bas rumepniasus nedeHu. Co cTOPOHBI IO-
yeK BO3MOJKHBI padBUTHe MH(ADPKTA, MPOSABJIEHHUA 3JI0KAaYecT-
BeHHOH apTepHAJIbHONW THIEPTeH3NH, IOUYedYHOH MHKPOAHTHO-
natum, remonutudeckoil anemun. Co croponsr ITHC moryr
6LITH MpexofAllMe HapYLIeHHs MO3roBOro KpoBooOpalleHHUs,
cocyAMcThle TOJIOBHBIe 6OJIM 10 THIY MHIPeHH, SMHJIeINCH,
Xopesi, IONePeuHblii MHUEJNT, HHCYAbTHI. [lna 3a6ojeBmNX B
JleTCTBe PUCK MOSIBJEHUs OMMCAHHBIX OCJOMHEHHH yBeIndH-
BaeTcs NPONOPIHMOHAJNBHO JJIMTEJBHOCTH CTEPOMIHOM Tepa-
NUM BeJeACTBME BOZHMKAIOIMX Ha dToM (poHe HapyUIeHUiH
JUOAAHOTO OOMeHa.

Takum obpasoM, KauHHuyeckne mnposiaenuss CKB moryr
acconuupopaThess ¢ npusHakamu APC rak ke, kak APC
MOXKeT HMHTHpPOBaTh akTuBHOCTH CKB.
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JTUATHOCTHKA

B 1982 r. AmMepukaHCKO#l acconuanueil peBMATOJIOTOB
npeasoxensl 11 kpurepues auarsoctuku CKB:

1. BeichimaHus B CKYJIOBOH obGjacTH — (UKCHUpOBaHHAA
apuTeMa, IJIOCKAS HMJM IPHUIOAHMMAlIIasgcAd Ha CKYJOBBIX
JAyrax ¢ TeHJeHIMell K paclpocTpaHeHHI0 Ha HadosabuaabHEIe
CKJIAJIKH.

2. JlucKoMAHBIE BBICHIIAHUSA — 3PHUTEMATO3HbIEe NPHUIOL-
HUMalImuecs GIANIKK ¢ KepaTHYeCKUMM HapymeHHeM u ¢oJ-
JIMKYJISIDHBIMU NPOGKAaMH; BO3MOXKHBI aTpoduyecKHe pyGUH-
KH Ha CTapbIX ovyarax.

3. ®oroceHcHMOMIN3AaNHsA — KOXKHBIe BBICHINAHUA B pe-
3gynbTaTe HeoOBIYHON peakUUH Ha oOJydYeHHEe COJIHIEM, IO
JAHHBIM aHAMHe3a WJIH HabGiiofaeMble BPadoM.

4. §I3BBI MOJIOCTH pTa — SI38BBl BO PTY HJIM HOCOTJIOTOYHOM
obsacTn, oO6bIYHO 6Geabosie3HeHHBble, 3aperucTPUPOBaHHEIE
BpavoM.

5. ApTPUTHI MJIM apTPAJIrH¥ — He3PO3MBHEIH apTPUT ABYX
nnu Gosee mepudepuUeCKUX CYCTABOB, XapaKTepH3ylIuics
60J1e3BHEHHOCTHI0, IPHIYXJIOCTBIO UJIM BBIIIOTOM.

6. Cepoa3uT — myeBpUT (AHAMHECTHYECKH IJIeBpajbHble 6o-
JIM, TOATBEeP)K/JeHHbIe PEeHTreHOJOTHYeCKH CHAaeYHBIM HJIH
9KCCYJATHBHBIM IPOIECCOM, MJIH BBICTYIIMBAEMBIH IIYyM Tpe-
HUA [JIeBpbl), NepUKapAuT (ZoKyMeHTHpoBaHHBIM Ha OKIT
MJIM IIYM TPeHHs HepHKapAa Ju6o BRIMOT (cmaiiku) mepukap-
Ja Ha 9XOKapAuOrpaMme), acenTH4YecKHil MNepUTOHHT (OTCYyT-
cTBHe KAKON-11u60 XHPYPrudecKoi maToJOrnu).

7. TlopaskeHue ModYeK — MePCHCTHPYOMasA MPOTenHYpHsA (cy-
TouHas nporeuHypus Gosee 0,5 r), reMaTypua HJIM JIEHKOIHUTY-
pusi Gosee 5 B 10J1e 3peHUs, WM LHINHAPYPHs Gosee 3.

8. HespoJioruueckue HapylleHHs — CyJOPOTH, He CBA3aHHBIE
¢ NpHeMOM JIeKapeTB WM ¢ MeTaGoJIMuYeCKMMH HApYIIeHHAMH
BCJIeICTBME YPEMHH, BJIEKTPOJIMTHOrO AucOanaHca; NCHX03, He
CBSIBAHHBIA C NPHEMOM JIeKAPCTBEHHBIX NPeNnapaToB, ypeMHeit
HJIM APYTHMMH 3JIEKTPOJIUTHHIMM HapYIIEeHUSIMH.

9. Temarosoruyeckne HapylleHHS — TeMOJHTHYeCKas
aHEeMHUS ¢ PeTHKYJIOLNTO30M, JieiiKoneHHus (JeHKONUTEI MeHee
4 x 10%/n npu aByX u Gosee ompeAesneHHsX), JUMGOLUTONE-
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mus (1,5 x 109/n opu aByx u Gosee onpefeneHusx), TPoM6o-
nuronenus (Meree 100 x 109/ 1 npu AByx u GoJee ompesese-
HUAX), He CBA3AHHbIE C IPUEMOM JIEKapCTB.

10. UmmyHoJIOrMYecKHe HApyLIeHUs — TIOJIOXKHTeJbHbIe
LE-KkJeTouHBI# TecT MM aHTHTela K HartuHoi JTHK B mo-
BBIIIEHHBIX TUTPaX, WX aHTU-SM anTHTeNa (aHTHTeNa K SM-
ANePHOMY AHTUTeHY), HMJIM JIOXKHOIOJIOXKHUTeJbHas Ppeaknus
Ha cuduIMC B TedeHHe He MeHee 6 Mecsles, MOATBepIKAeH-
Has peaknueil MMMoOMiaM3anuu O6JefHON TpPeNOHEeMBl HJIHK
abcopbuueit (roopecHUPYIOMMUX AHTUTPEIIOHEMHBIX AHTHUTEI.

11. AHA (aHTHHYKJleapHble aHTHTeJa) — HOBLIIIEHHE THUT-
pa AHA B TecTe MMMyHO(DJIIOOPeCHeHIUH WM J06oM Apy-
roM, He CBA3aHHOE C IPUEMOM JIEKAPCTBEHHBIX CPe/CTB, CIO-
COOHBIX BBIBHIBATH «JIEKAPCTBEHHO-UHAYIMPOBAaHHYIO» BOJ-
YaHKY.

Hanuuue 4 u3 11 npu3HAKOB NO3BOJIAET CUUTATH JAUAr€o3
CKB nocrosepabiM. A®MC, BhnepBhle ONMHCAHHBIH B paMKax
CKB, KpoMe OCHOBHBIX KJIMHHYeCKHMX NPU3HAKOB, UMeeT ellle
pag pononaurensHbix Ansa CKB. Cpeau Hux ceruyaToe JHBejo,
reMoJMTAYECKas AHEeMHUs, JIerOYHas TUIIePTeH3Us, XPOHHUUe-
CKMe fA3BBI HOT, BOBJIeYeHMe KJIAIIAHHOrO anmapaTa cepjua,
HeBPOJIOTHYECKHe MpOSIBICHHS, K KOTOPBLIM OTHOCATCH JMH-
Jlericusi, Xopesi, TOJIOBHble GOJM IO TUNY MHUIDeHH, Moreped-
HBIH MHeJHUT.

Ha wHam B3risijg, HeKoTopble JabopaTOpHO-AHATHOCTH-
YecKHe KPUTEePUH, YIOMSHYThIe Bhillle, TPeOYIOT 00bACHEHHIT.

LE-knemru obnapyxusaoresi y 80-90% 6Gonbubix CKB.
9ro HelTpoduIBI, coaep:kamue B cebe (aronUTHpPOBaHHBIE
BKJIIOUEHHs, M0J MHKPOCKOIIOM OHH BBIMJISAAAT Kak Gosjbiine
(¢HoJIeTOBO-INIOBbIe (B TAKOM IBET MX OKpaIlMBaeT 303MH)
KJIeTKH, <«HaNMYKaHHBIe» OOJIOMKAMHU ffep MOBPeXKAE€HHBIX
KJIETOK, cOGCTBEHHOe e s[po OTTecHeHO K nepudepun. 06-
pasoBanue LE-knerok tpebyer Hanmuuusa antuten k JTHEK
M KommeMmeHTa. IIpH pe3KOM CHHMXKEHUH MOCJeJHero
LE-knerok He 6yaer, obpasyercsi «poseTKa»: HelTpodui,
«POTOBBIM» K ¢aronurosy, a BOKpyr Hero LE-tenbna (Tenbna
Taccepa), T. e. HedaromMTHPOBAHHBIN SJAEPHBIN MaTepHal.
Hepeako mnpu BBICOKOH AKTHMBHOCTH Mpoliecca M HH3KOM
YPOBHe KoMIuleMeHTa (nubo OH Bech TpaTuTcsi Ha obGpasosa-
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aue UK, nubo ero M3HAYaJbHO MaJlo — TaK MNpPOABIsAETCH
reHeTHYeCKH JeTepPMUHUPOBaHHBEIA HedekT) y 6GonbHOro He
6yner HaiieHo LE-kyeTok, HO 6yfeT BHIABIATHECA «(peHOMeH
po3eTK00OpA30BAHMS», UYTO TaKKe CJeLyeT pacCMATPHUBATH
Kak auarHoctTudyeckuit kpurepuit CKB.

AHMuUHYKIeapHbLL (aKmop — 9TO aHTUTeNa K MEeJbHOMY
anpy kaerku. [Ona auarHoctuku CKB umeloT 3HadyeHMe HX
Beicokuit TUTp (1: 100) n mepudepuueckoe MU roMOreHHOe
cBeueHHe.

B jnuarnoctuke CKB Ba)KHYI0 pOJIb HTpalT TaKXKe ypo-
BeHp IIUK, Hannuue KPHONPENUIUTATOB, AHTHTEA K TPaHy-
JIOIUTAM, TOJIOXKHUTeNbHBIH TecT Kymbca nmpu oTcyTcTBHH re-
MoJIM3a; runmepraMmMaryobynunemus (ysenudenume IgG, IgM,
yMeHbIIeHue IgA); CHU)KeHHe YPOBHS KOMIJIEeMeHTa, ocobeH-
Ho ¢paknuii Cz 4. OnpeneneHHoe 3HaYeHHWe NMPHUAAETCH M W3-
MeHeHHsM B oOlleM aHajiuW3e KPOBH: JIEMKONEHHWs, AHEMHS,
TpoMGonuTONeHus, JUMpOUUTONEHUs (Pe3yjabTaT HAIAIHA
aHTHAMMGONUTAPHBIX AHTHTeN), pe3ko moBhimeHHas CO3. B
uesoMm auarHoctuka CKB 6Gasmpyercss Ha pes3yibTaTax KIIH-
HUKO-71a60paTOPHBIX, HMMYHOJIOTHYECKHX M CEPOJIOrMYECKHX
MEeTOJOB HCCJIeJOBAHHUS.

Cilegyer OTHeNbHO OCTAHOBUThCH Ha guarHoctuxke AMC,
KoTopas 6asupyeTcsi Ha psiie OCHOBHBIX KJIHHHYECKHX H Ja-
6opatopHbIX nposBiaenuii (E. JI. Hacorosa u gp., 1999):

1. Topascenue 6en:

M KOHEeYHOCTH — TpoMO603 rIIyGoKHX BeH, TpoMGodredur;

B MO3r — TpoMG03 riIy60KMX BEHO3HBIX CHHYCOB;

W neveHb — cuHApoM Bagna—Kuapu mim remaromeranus c
yBeJlU4YeHHEeM YPOBHS MeYeHOYHBIX (PepMeHTOB;

M MoYKHM — TPoMOO3 MOYEeUYHBIX BeH ¢ MHPapKToM niau Ges
Hero;

W HAJNOYeYHHKH — TPOMOO3 IeHTPaJbHOH BeHBI, reMop-
paruu, HHQAPKT, HaJMOYeYHHKOBAs HeJOCTATOYHOCTE;

M Jlerkue — JleroyHasi TpoM60oaM6oiHus, KaOHJIISPHTHL C
JIErOYHBIMH TeMOpPPAarusMH, JeroYyHasi THNEePTeH3N;

B KpyNnHble BeHbl — CHHJPOM BepXHel M (MJIM) HHXKHeH
MOJIOH BeHBI;

M KOXXa — ceryaToe JMBeJ0, KOXKHbIe y3eJKH, Mypoypa;

W rjasa — TpoM603 BeH CeTYaTKH.
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2. llopasicenue apmepuil:

N KOHEYHOCTM — HIleMHsd, TaHTpeHa;

M MO3r — KpYOHBIe COCYAbl: HHCYJbT, TPAH3HTOPHBIE
HIleMHYecKHe aTaku, cuHApoM CHeQNOHA; MeJIKHe COCYIbI:
ocTpasi MIIeMudYecKas dHIedasonaTus, MyJIbTHHH(DAPKTHAS
JleMeHIu;

N nuaneHTa — HWH(APKT IUIAeHTHI, BHYTPUYTPOOHAS TH-
6esib mIIOAA;

M cepjle — KpPYIHBIe COCYABI: MHGMAPKT MHOKApAA; MeJl-
KHe COCYABI: ocTpasi cepieYHas HeZOCTATOYHOCTb, KapIHo-
MHUONATHUA; KJANaHBI: BereTalus, PerypruTalus, CTeHO3; IIO-
JIoCTh: BHYTPUCEPAEYHbIN TPoMO;

M [OYKM — KPYIHBIE COCYABI: TPOMOO3 MOYeYHOM apTepuu,
uHGAPKT; MeJKHe COCYJbl: IoYeyHas TPoMOOTHUYecKas MUK-
POAHTHONATHUS;

W neyeHb — HMHGAPKT IedYeHH, y3joBas pereHepaTHBHAsS
TUIePIJIA3UA;

W aopra — cocyJbl JAYrH aopThl: CHHADPOM Jyrd AaopThl;
OPIONIHOM OT/eJI: UILNeMUs KHIIeYHHUKA;

N KO)XXa — JUIMTAJbHAA raHTpeHa, MOBEPXHOCTHBIE IATHA,
HANIOMUHAIOIHME BACKYJIUTHI, XPOHHYECKHEe fA3BBI IOJIEHH, re-
MOpparvy B NOJHOI'TeBOE JIOXKe;

W riasa — TpoM603 apTepuii ceTYaTKH;

W KOCTH — aceNTHYeCKUil HeKpoa.

3. Jla6opamopnvie noxasamenw: TPOMOOLUTONEHHUS,
KymGc-nonoxxuresbHass reMOJIMTHYECKAas aHEMHUs, JIOXKHOIO-
noxurensHas RW, Hapymerus sunugHoro obmMena.

4. HmmyHnonozuveckue noxaszamenu: aHTUTeIa K Kap-
JAMOJIMINHY, BOJYAHOUHBIH aHTHKoaryasHT, AH® (uacro),
antuTena ¥k JHK (peako).

JIEYEHHE

Jleuenne GonpEbix CKB — mpouecc AIuTeNbHBIN M CI0MK-
HBbI, HepeZko TpeGyer oOmpeAeseHHbIX WHAMBHAYAIBHBIX
noaxoznoB. IIpakTHyeckn GbIBaeT o4eHb TPYAHO B CAMOM Ha-
uajie 3a60JIeBAHNSA NPeACKA3aTh ero UCXOJ, a 3HAUMUT, U CPa3y
onpejieJIMTh TAKTHKY JIeYeHU .
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B nesom sneuyenue npu CKB cocTouT M3 ABYX 9Tamos, CO-
POBOX/IAIOMUX GOJBHOTO BCIO €ro JKM3Hb: JTAll Tepamnud,
HojaBJisiioNmieil aKTUBHOCTH mpolecca (B Hadase 3abosieBaHUA
n npu ofOoCTpeHMsAX), M OTAI IMOJJepP)KHBalOmell Tepanun
(npakTuyecky MokuaHenHoi). Ilpu BeiGope Tepamuu cienyer
VYATHIBATH TIOKA3ATeNM aKTHBHOCTH Iponecca U IIyGHHY BO-
BJIeYEHHUS] UMMYHHOU CHCTEMBI, TAXeCTh COCTOSIHHA, CTeNeHb
[Opa’keHUs >KU3HEHHO BXKHBIX OPraHoB U cucreM. [lis Je-
yenus GosbHbix CKB npumensiores:

B KOPTHKOCTEPOM/bI;

B nuTocTaTHYeCKHMe HMMMYHOJeIpeccaHTHl (a3amuonpur,
yuraogpocpanud, xaopambyyun); )

B 4-aMUHOXWHOJMHOBBle TNpenapartsl (nzakeéenun, Oeaa-
2un, pe30Xun);

W HecTepoM/Hble TPOTHBOBOCHAJNTENbHEIE cpefcTBa (UH-
domemayumn, 601bMaper u ip.);

B MeTojbl MeXaHMYeCKOro OYMINeHHs KpoBH (mia3made-
pes, mumMbadepes, MMMYHOCOPOIUS, TeMOCOPOIUST).

KopTHKOCTepOMABl OCTAIOTCA OCHOBHBIMH IpelnapaTaMy
npu octpoM u mogoctpoM Teuenuu CKB c BucmepantbHBIMA
nposiBeHuAMA. AGCONIOTHBIM IMOKasaHWEM K HA3HAYEeHHIO
KOpTHKOCTepoH/oB siBiserca mopakenne ITHC n modek. Hc-
KJIIOUATEJbHO BAYKHO OMNpeJeIuTh, KaKyl 03y IpenapaTa
ciegyer BeIGpaTh AN TOAABIeHHs AKTHBHOCTH mporecca.
Ham cobcTBeHHBIH MHOrOJIETHHI ONBIT ybexkaaeT B TOM, YTO
J103a NpedHu3010HA 3ABUCUT OT XapaKTepa TeUeHHs, OCTPOTEHI
mpolecca M CTeleHHW BOBJIeYeHHs B HEro reMOKOATYJISNHMOH-
HOTO 3BeHa.

Ilpu TsKesoif NMOJMOPraHHOH MATOJOrHH CYTOYHAasA ZAosa
npeHU30JIOHA JOJKHA ObITH He MeHee 1 Mr/Kr maccel ¢ IO-
CJIeAYIONMM OUeHb MeJJIeHHBIM MepeXof0oM K IOJIepKHBaio-
meii gose. IlokasaHneM K CHH)KeHHIO [03BI FOPMOHAJBHOTO
npenapaTa siBJAsieTcs yJaydnleHue (co CTOWKOW cTabHIH3anH-
eif) KJMHMKO-Ta6OPATOPHBIX IoKasaTeneif. OBbIYHO WOJ-
Has JiedeOHAsA 032 NpPeAHU30JI0HA NPUMEHSETCSA B TeUYeHHe
1,5-2 mecsanes. OueHb Ba)XHO NPABHJIPHO H CBOEBPEMEHHO
OLEHNUTH MOKA3AHUS K CHUIKEHHIO 9TOH J03BI.

Hepeako y NanMeHTOB PAaHO Pa3BHBAIOTCA TsAXKeJble IO-
GouHble 9 (EKTh CTePOUHOM Tepanuu (CHHAPOM HNuesko—
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Kymunra, croiikas apTepuaJbHas THIePTeH3Ud, OCOOEHHO
NpH BOBJIEYeHUH B Ipollecc IO4YeK M Ap.), 4To TpebyeT CHU-
JKeHUsA J03bl FOPMOHAJILHOTO IIpenapaTa 3aJ0Jro R0 MmoJyde-
HHUA TepameBTHYecKoro addekrTa. B Takux cuTyanusax paHoO
NOAKJIOUAIOTCA LUTOCTATHYECKHE HMMYHOJAeNpecCcaHThl. B
psAfie ciydaeB NPU OTCYTCTBHM HAYAJIbHBIX IPH3HAKOB 3(h-
¢eKTHBHOCTH NOJABJIAIIIEN O3bI.TOPMOHAJILHON Tepanmuy B
TeyeHHe MepBBIX [BYX-TPeX HeleJb HepPeJKO INPUXOAUTCS
YBeJIMYMBATH 03y NPEeJHM30JOHA A0 2 MI/KIK Macchl HJIH
OPOBOAUTE HyJbc-repanuio (memuanpednusonon 1000 mr B
CYTKHM B TedeHHe 3—5 [JHeil) ¢ MOCJIeJYIOIIUM IepexoJoM Ha
06BI9HYI0 03y (1—2 Mr/Kr Macchl Tesa).

IIpu BepymeMm KokHo-cycTaBHOM cuHApome CKB posa
npeJHU30J0HA 06BIYHO He mpeBsimaer 0,5 Mr/Kr mMacchl B cy-
TKH, 3aTeM (depe3 1-1,5 MecsAma) ee mocTemeHHO CHHIKAIOT 10
noaaepakuBaroeii. Ilesecoo6pasHo OZHOBPEMEHHO CO CHHKe-
HHMeM J03bI TOPMOHOB IOJAKJIOYATH IpenapaThl XMHOJIUHOBOTO
papa (Genazun, nnaxéeHun W Ap.), a TaKKe HeCTePOHAHbIE
I POTHBOBOCIAJIUTEbHbIE CPeACTBA B OOBIUHBIX J03aX.

IIpn mnopakesun IJTHC ¢ KIMHMYECKMMHM NPH3HAKAMHU
BACKYJINTA CYTOYHAsS [J03a NPeAHU30JI0HA, MOJABJASIONIAs aK-
THBHBII Ipolece, JOJKHA COCTABJIATL He MeHee 2 MI'/KI Mac-
cel. BakHO pacmpefiesnTh ee B TedeHue cyTok (6e3 ydera cy-
TOYHOro pUTMa), IpudeM He Gosee 50 Mr gaercs yepesd por, a
ocrajbHAs /1032 OPH HEOOXOZMMOCTH BBOAUTCS IapeHTepalb-
Ho. Crnexyer koHTposnupoBath AJl, CyTOYHBIH AMype3, ypo-
BeHb KaJIMd, HATPUA B KPOBH, CJeUTh 3a AuHaMuKoi KT

IIpu orcyrerBuu addeKkra oT 3TON J03BI PeKOMEHZOBaHA
BHYTPMBEHHO MyJbC-Tepanus — JNH00 MemuanpedHuU30N0H B
Teyenne 2—3 cyrok (1000 mMr B cyTku), n1ub0o B TeueHHe OJ-
HHUX CYTOK KoMOMHanmus Mernianpegrusosnona (1000 mr) ¢ nu-
TOCTATHUYECKMM MMMYyHOJeNpeccaHTOM (yuraopocgarnom B
nose 1000 wmr). Ifesecoo6pasHO CHHXPOHM3UPOBATHL IYJIbC-
Tepanuio ¢ nuasmacdepesom (3—4 AHsA), ¢ MOCIEAYIOL[HM Ie-
Pexo/ioM Ha OGLIUHYIO JieueGHYIO J03y MOPMOHOB MJH (M) MM-
MYHOJIeIIPeCCAHTOB.

IIpu monmyc-HedpHTe BAaXKHO ONpeJeJMTh XapaKTep mopa-
KeHus nouek. IIpu Hedpure ¢ aprepmanbHOl runepreHsueit
BO3MOXXHOCTH MCIOJIH30BAHUS FOPMOHAJIBHON Tepanuy Kpaii-
He OrpaHMYeHBl M CPeJCTBOM BhIGOpa MPH3HAHBI LHUTOCTATH-
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yeckMe Mpenapartsl (a3amuonpun, yurxropocpamnud, xiopa-
Gyyun u xp.). IlokasaHns K UX HABHAUEHHIO:

B aKTHBHBII BOJYAHOYHBIA HepPUT, Pe3UCTEHTHBIA K CTe-
pomnzaam;

B BOJUAHOUYHBIA HePUT ¢ apTepHaTBHOM I'MIEePTeH3HeH;

W BhicOKasi o06IIasg AKTHMBHOCTH IIpolecca M pPe3HCTeHT-
HOCTb K TOPMOHAJIBHBIM IIperapaTam;

W BIpa)KeHHBIl T'MIEPKOPTHIU3M KaK peaklus, pasBH-
BaloIasica Ha IpUeM IpeIHHU30JI0OHA;

B HeoGXOAMMOCTb YMEHBIIMTH 03y NPEeJHH30JIOHA 10
noxuep:kupawomeit (5-7,5 Mr B CyTKH), ecld OHA HpeBhIIIaeT
15-20 Mr B CyTKH.

Iloce mpoBefeHUs Kypca MORABAAIOINEH Tepanmuu HUMMYy-
HoJlenpeccaHTaMH (a3aTHONPHH — 100-150 mMr B CyTKH), KO-
Tophle 0GBIYHO HA3HAYAIOTCS B COYETAHHH C yMepeHHOH J030M
npexuuaosona (20-25 Mr B cyTKH), B KauecTBe MOANEPIKH-
paomeil 703bl pekoMenpyercss 50 Mr asaTHONpUHA B CYTKH
(MokHO uMKJIodochaMU HIM APYrout HMMMYHO/JEIPeccaHT)
anutensHo (1-2 roga). Ota TakTHKa 3(QEeKTHBHO HCIOJNB3Y-
erca npu Tepanuu CKB ¢ mopaxenueM modexk (Heppur c
HedPOTHUECKHM CHHIPOMOM, HedpHT ¢ apTepuabHOM rumep-
renaueii) u npu nopaxxennu ITHC.

Hecrepouanble NPOTHBOBOCIANATENbHBIE Npenaparsl —
WHIOMETAI[MH, BOJbTApeH, IePKJII030H, NHPOKCHKAaM, Ha-
[pOKCeH W JpyrHe NPH JedeHHH GONBHBIX CKB B mocienHee
BpeMs MCIOJIB3YIOTCs HECKOJIBKO pede, deM PaHbIIe. Hx Ha-
3HaueHHe LeJecoobpasHO MpPU KOMKHO-CYCTABHOM HJIM pernu-
auBupylomen cycrapHoM cunjpome. HIIBII moxHO mpume-
HATH B KauecTBe NMpenapaToB 2-ro psja mocJe NOAABJIAIOMEro
aktusHOCcTh CKB Kypca JledeHHsl PeHU30JIOHOM. HIIBII Ha-
3HAUAIOT B TepameBTHUYecKoil fose Ha 1-1,5 mecsna, 3aTeM ee
YMEHBIIAIT /0 TOJOBMHHOMH /03bl M B KadecTBe IONAEPIKH-
pawomeit (B coueranuu ¢ 5-7,5 mMr npedHu30/10Ha) OCTABIAIOT
NalMeHTy Ha JJIMTeNbHBIN cpoK. Bribop mpemapaTa U3 rpym-
np HIIBII, ero mosa M JAJIMTeJbHOCTh HOpHEMa JAOCTATOYHO
MHAMBHAYAJIM3MPOBAHBl M BABHCAT OT XapakTepa TeueHHA
CKB (or 3-6 go 12-24 mecsines).

HCKIIOUNTENbHYI0 TPYAHOCTbH  NpPeJCTABJIAeT JieueHHe
GOJILHBIX JIIONyC-HepPUTOM, OCOGEHHO CcOYeTAIUMCH C aH-
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THGOochOMUOUAHEIM  CHHIPOMOM  HJH  OCJOXKHHMBIIUMCS
JBC-cungpoMoM. B kKayecTBe 6a3uCHOM Tepalmuu B 3THX CH-
TyaluAX HMCIOJb3yeTcsA IyJbC-TepPallud cTepoMjaMH H (HJIH)
OUTOCTATUYECKMMH HMMMYHOJeNpecCaHTaMH, JKeJaTeJbHO B
CUHXPDOHM3AIMH C ceaHcaMH IasMadepesa U C IOCJIELYIO-
UM IIepexofoM Ha 4-KOMIIOHEHTHYIO CXeMY: CTePOUAIbI B Je-
yebHOM A03e (11,5 MIr/Kr B CyTKH IO NPeAHHU3O0JIOHY), IIUTO-
cratuku (yuraogocpamud — 100 Mr B cyTKHM), aHTHKOATYJISIH-
TBI — 2€NApuH TOJ KOHTPOJIEM KOaryJorpaMMbl (¢ MOCJIeAYIO-
UM IlepeXofoM Ha Hemnpsimble: @enuaun — 0,02 r 1-2 pasa B
cyTkH B TeueHHe 6—12 u Goslee MecsineB, 6apgapui), aHTH-
TpoMGonuTapHble cpeJcTBa (KYPAHMUL, ACNUPUH U AP.).

W3 aMMHOXMHOJIMHOBLIX INpenapaToB HauboJiee 4acTO Hc-
NOJIB3YIOTCA [BA CHHTETHYECKMX 4-aMMHOXHHONMHOBBIX aHA-
Jora: xaopoxun dugocgpam (Oerazun) U zuOPOKCUXIOPOXUHA
cyavpam (naaxeenun). Ilonaraior, yro oba mpemapara obJa-
Aal0T NPaKTHYeCKHM ONMHAKOBOH KJIMHHYeCKON 3(pdeKTHBHO-
CTBIO, HO XJIOPOXMH B 2—3 pa3a TOKCHMYHee. DTH IpenapaThl
NOJABJIAIOT arperanyio M ajre3uio TPOMOOIUTOB, CHHIKAKIOT
BABKOCTb KPOBM U yMeHbIIalOT pasMmeps! TpombGoB (M. Petri,
1966). V Gonbubix CKB, JleueHHBIX NJIAKBEHMJIOM, YacTOTa
TpoM60aMGONIMI 3HAYMTENILHO HMXKEe, YeM y MNaIlHeHTOB, He
NPUHUMABIIKX 3TOT npenapaT. EcTh Takke AaHHbIe, CBHe-
TeJbCTBYIOIHE O TOM, YTO IJIAKBeHMJ objagaeT mpoduiak-
THYeCKUM 3(GPeKToM B OTHOIIEHHWH PasBUTHS TPOMGOTHUe-
CKHMX ocyoxkHeHu# y GonmpHeIX CKB ¢ A®C (M. Petri, 1966;
E. JI. Haconos, A. A. Bapanos, H. II. lllunkuua, 1999).

B nocnexuue roger npu snedenunn psaga C3CT gocraTouHO
LINPOKO CTaJIi MCIOJb30BATH BHYTPHBEHHOE BBEJEHHE HMMY-
HoryiobynuuoB (BBUTI'). OTo mpemapaTsl HOPMAJBLHOTO IIOJIM-
cnenuduueckoro IgG, mosyueHHOro M3 myJia CHIBOPOTOK ThI-
cs4u goHopos. BBUT comepaxur B cebe IgA, IgE, IgM, apyrue
HMMyHHble (akTopel: pacTBopuMble CII4 u CII8, merepmu-
HauTel HZAT u II knaccos. Ecre BBUI, cogepskamue IgG u
oboramennsie IgM (newmazao6un), ects BBUT — yumomere,
KOTOPBIN yCHEIIHO HCIOJIb3yeTcsi JIsA NPOoDUIAKTHKH H Je-
YeHHUs [UTOMerajoBHpycHON MHpeKuun. B HacTosuee BpeMs
nosiBuNcs poccuitckuit Ig — "UMBUO"; masmauaercss B mose
0,4 r/kr B cyrku. IIpu cucTeMHBIX 3a60JIeBAHHAX COELUHU-
TeabHOM TkaHuM BBUI npecneayer ase menn:
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W maToreHeTHMUeCcKoe BO3JelicTBMe Ha OCHOBHOe 3abole-
BaHUE;
W JleueHHe ONNOPTYHUCTHYECKONH MH(DEKIUHU.

BBUTI addeKTHBHO MCNOJNb3yeTCsd B KOMILJIEKCHOM Jiede-
auu CKB y gereit u Bapocnbix. Kype neuenns — ot 400 mr g0
2 r ma 1 Kr maccel Tesna. IIpoBogAT 3 BBeAEHHs C CYTOYHBIM
uHTepBasiom. IlokasaHAMHU K Hcmonb3oBanui BBUT y fereit
¢ CKB sABIAKOTCA remMoju3, TPOMOONeHHs, reMOJIUTHYECKas
anemusi, Hedppur, A®C. BBUI' — 3T0 HNMMyHOMO/le/IUpyIOIIHe
M HefTpaIM3yoIiue HOTeHIUAJbHO AKTHBHBIE BUPYCHl U 6ak-
TepuH, NpenapaThl, yCHJIHBalOIIAe nevebHBIM addekT Gasuc-
noit Tepanun C3CT.

B 3akJ0ueHHe Heo6X0AUMO MOAYEPKHYTh, YTO MO CyIlecT-
By Bes onmchiBaemas Tepanua CKB moskeT paccMaTpuBaTbCH
kak 6GasucHasi, n60 B TOM MJIM MHOMH CTeleHH HMeeT OTHOIIe-
HMe K MMMYHHBIM MeXaHH3MaM, y4acTBYIOIIHM B Pa3BUTHH,
TeyeHHH, ocaoxkHeHnax uau ucxonax CKB.

CuMnToMaTHuYecKas Tepanus IpeJycMaTpUBaeT CBOeBpe- .
MeHHOe HAa3HAYeHHWe Cep/eYyHbIX TJIMKO3U/JO0B INPH Pa3BUTHH
HeJ0CTATOUYHOCTH KpoBooOpalleHHs, AMYPeTHUECKHX Mpena-
paToB, THIOTeH3UBHBIX, ¢ MPABHJIBHON ONEHKOi reHesa apre-
pHasbHOil THIepPTeH3HH, NpPH JTOM INpeANouTeHHe OTAAeTCH
MHrMOMTOPAM AHIMOTeH3WHIPeBpalaiIero depmenTa (AIIP) —
xanomen, xano3ud, xanmonpun, 30num u xp. Ilpu Heobxo-
AMMOCTH MX HASHAUAIOT B COUYETAHHH C KajuiicGeperanomumMu
AMypeTMKAMHM M AHTATOHHCTAMH AJBIOCTEpPOHA (aavdarxmon,
eepownupor). Tlpumenenue mnnasmadepesa u remocopbnuu
OCHOBAHO HA BO3MOKHOCTH yHajleHHsl M3 KPOBM Ouosormde-
CKH AKTHUBHBIX BeIleCTB: MeJIHATOPOB BOCHAJIeHHH, UK,
KPHOINpPEIUMIUTATOB, aHTATeN W Ap. VX HCmonsayioT Ha doxe
npueMa KOPTHKOCTEPOMIOB M IMTOCTATHKOB. HAmMmMyHOMOZY-
MpyomKe npenaparsl (1e6amu3on W Ap.) He TMOJNYIHIM IIH-
pokoro npumenenus npu CKB, Tak Kak 4acTo BBISEIBAIOT OC-
JIOYKHEHHU .

B craguu anpobanuu HAXOAATCS CXeMbl JieueHHs O- H
Y-unmepgeponamu B KadecTse JIOTIOJTHUTEJIbHOM Tepanuy,
0CcOBeHHO MPU MPHUCOeUHEHNH BHPYCHOMN MK GakTepHAaTbHON
uadexnnu. IIpn CKB nesnecooGpasHbl JHIIL JIHTEIbHBIE
(3—6 mecseB) KypChI.
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IlepcneKTHBHBIM sABJsercs JedeHne 60nbHEIX CKB ¢ mpu-
MeHeHMEM MOHOKJIOHAJBHBIX AHTHTe] (HAIpuMep, MOHOKJO-
panpHble IgG-anTuTena k JHK), yxe mpakTuuecku paccmar-
puUBaeTcs BO3MOYKHOCTb AYTOTPAHCIUIAHTALIMM  CTBOJIOBOM
KJIETKH Y 9THX IalMeHTOB.

VICKIIIOUUTEeIbHYIO CJIOKHOCT TpefcTaBiser nedenne CKB c
A®C. Haubosnee adpdexTuBHbIM MeTonoM sedenuss APC, umero-
Lero TsyKeJloe TeyeHHe, sIBJIseTcHA IlasMadepe3 B COYeTaHUH C
aJleKBATHOW AHTHUKOAUYJISIHTHON Tepanwueii. MHorza ormeuaercs
MOJIOKUTETBHBINA 3ddeKT OT MCIONB30BAHUS TKAHEBOTO aKTHBA-
Topa miasmuHoreHa (B. A. Hacoropa, 1977). IIpoduirakTuka
NOBTOPHBIX TpoMGo3oB mpu ADC — aT0 cil0oXKHas mpobiemMa, Tak
KaK BecbMa HEOJHOPOAHBI IAaTOreHeTHUeCKHe MeXaHHM3MBl HX
PasBUTHS, & KJINHUKO-IaG0paTOpHble KPHTEPHH MPOrHO3a TPOM-
60THUECKUX HAPYIIeHUl TPaAKTHYECKH OTCYTCTBYIOT.

HckaouuTe bHO Ba)kKHO B JedeHuH GoabHbIx CKB
(¢ AD®C unm 6e3 Hero) cBoeBpeMeHHO Ho0HuThcA addekxTa,
NOAABJSAIONIEro aKTHBHOCTh Ipolecca, M IPaBHJIBHO OIpe-
JIeJIATh MOJAAEePKUBAIOIIYIO TePaNHIO.

B nenom Jsieuenue gereit ¢ CKB — aTo He TOJNBKO Hayka,
HO M MCKyccTBO. [[uTeNbHOe HCNOJIb30BAHHWE TOPMOHAJIB-
HBIX IpenapaToB HepejKO NPUBOAUT K PAAY HexejaTelb-
HBIX OCJIOKHEHMH, B YaCTHOCTH CIIOCOGCTBYeT PasBHTHIO Te-
HepaJIM30BAHHOIO OCTEOI0po3a M JAeMHHepaIu3aluu Kocreil,
CONPOBOXKAAKIUXCs GOJAMH B CIMHE, B TPYOUATBIX KOCTAX
(c™. ra. 4).

PEABUJIMTATTH A

Peabunuranus 6onpabix CKB BKJIIOUaeT psx acneKToB:

M MeIWIMHCKHII — paHHASA AMATHOCTHKA, CBOeBPeMeHHOe
aJleKBaTHOe JieYeHHe M TPAMOTHO OpPraHM30BaHHAs TOAIep-
JKUBAKOINAS Tepanus;

B npodeccHoHANBHBINH — BbIGOP Mpodeccun Mo AHArHO3Y M
cuyie GosbHOro. BakHa nNpaBMiAbHAs OPHMEHTALMs TPYAOBOM
nearTenbHocTH, nbo GonbHON CKB pgosskeH ueTko mpejcras-
aaTh cebe cBom BodaModkHocTH. Ciegyer uaGeraTb CTpPecCoB,
KOHTAKTOB C XHMMHYECKHMH M 3JIEKTPOMarHUTHBIMH (aKTo-
pamn BoaieicTBus. [IpoTnBonoKasaHa MHCOMAMSA
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B NCHMXOJOrMYeCKU — TamueHT AoJKeH 3HaTh, uTo CKB —
aro 3abojleBaHMe HA BCIO JKM3Hb, 4 3HAYUT, HAZO Ha-
VIUTBCA € 9THM JKHTh. B 8TOM IJlaHe BaXKHbI CIEAYIO-
e MOMEHTBI:

m xopomo 6kl ManMeHTy MMeTh TaK Ha3bIBAEMOTO «HJe-
aJBHOrO peaslbHOro Bpaya», KOTOPBIM 3HaeT ero, ImOMOraeT
eMy, BepHT B Hero, BHUMAaTeJleH K HeMy, C KOTOPBIM NPHATHO
obmaTbea U T. A. OBGBIYHO ¢ OTHONIEHHMEM K Bpady CBA3aHEI
[CUXO03MOIMOHATbHOE COCTOSIHHMe GOJBHOTO M HeicTBUE Jie-
KapCTBeHHBIX MpemapaToB Ha aToM ¢one. Bpad, afeKBaTHO
OIleHUB TICHUXOJIOTHUECKOe COCTOSIHHe NaIlMeHTa M ero poAu-
Teneil, JOJKeH MAKCHMAJbHO O3HAKOMHTBH MX C CYThIO 3a6o-
JIeBaHUA, 3TO YKPENUT COAPY)KECTBO Bpada M INalMeHTa, JacT
ONTUMAJbHBIN addeKT;

m clefyeT MOMHHTB, uto cpeau GombHbIx CKB 90% —ge-
BYIIKH M MOJIO/bIe YKeHIIUHBI. B CBASH ¢ 3THM UacTo 06Cy -
naercs mpobiieMa BO3MOYKHOH GepeMeHHOCTH H POJOB. 9roTr
BOIPOC OCTaeTCsl AKTYAJNBHBIM, OAHAKO OJHOBHAYHOTO OTBeTa
HA Hero HeT M GBITh He MOXKeT. IIpHM OTCYTCTBHHU MOpakeHUA
novyexk 6epeMeHHOCTb ¥ POABI OOBIYHO MPOTEKAIOT HOPMAJBHO.
Jlis mpeoTBpAllleHUsl OCJIOXKHEHHH B pojaX W B IOCIeNyIo-
IeM Mepuojie BaXXHO YYUTBIBATD CJIeAyIolee:

= AaKTHBHOCTHL 00JIe3HHM JOJI’KHA OGBITh XOpOIIO MOJaBJeHa
nepej 3auaTueM pebGeHKa;

m nepex pojamu (3a 2-3 HejenH) W B IOCTEPOXOBOM Ie-
puoje HeoGXOAMMO YBeJIHYHTh 03y FOPMOHOB MHHMMYM Ha
25% oT moaaep’KuBalOIei;

m IPOTHBONOKA3AHO KOPMJIeHHe peGeHKa IPYABIO;

s y GonmpEeix CKB, compoBokpaomieiicsi MOpakeHHeM IIO-
4eK, yacTo HAGIONAETCA BHYTPHYTPOOHAA rubelnsb moja.

Heobxoaumo MOMHHTb, uTo GonbHeiM CKB ciexyer maGe-
ratb a6opToB, KecapeBa cedeHHs, U3 KOHTPALENTHBOB JydIle
HCII0JIb30BATH MeXaHHUeCKHe.

ITpozios CKB 3aBUCHT OT BapHaHTA TeYeHHH, CTENEHH BO-
Breyenus B npouecc [THC, movyek m APYruX >KH3HEHHO BaX-
HBbIX OPTaHOB M CHCTEM.
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TIIABA 4

IOBEHHJIbHBI PEBMATOHN/THBIN
APTPHUT (IOPA)

IOPA - aT0 cucTeMHOe 3abosieBaHHe COeIMHHUTENILHOMN TKa-
HU C [pPeMMYILeCTBEHHBIM IIOpa)KeHHeM CYCTaBOB IO THIY
9PO3UBHO-/IECTPYKTHBHOTO  IPOTPECCHPYIOIIero  apTpHTa.
3aboneBaHMe M3BECTHO € CepeAMHBI IPOILJIOTO CTOJIeTHS
(M. V. Cornil, 1864).

Ilonrue rojgsl B OTedecTBEHHOH HOMEHKJIAType M KJaccH-
duranuu aTo 3aboseBaHMe HA3BIBATOCH «HeCTeNH(PUUECKHH
uHQEKIHOHHEII MoAMapTPUT», a B mocinexnue 10-15 ser B
MeIMIMHCKYI0 NPAKTHKY [POYHO BOILIeJ TEepMHH «peBMa-
TouAHBIM aprputr» (PA), BapUAHTEI ero TeueHusi, BOZHMKAIO-
Iue B IeTCKOM BodpacTe, HadbiBaloT IOPA.

YV IOPA ectb cBou crnenuduueckue ocobeHHOCTH, OTJIH-
yaloIMe ero Havaso u TedeHue oT PA y Bapociubix. OcHoBHas
NpUYMHA JTOTO Kpoercs B TOM, YTO CYCTABHOW CHHAPOM B
JIeTCKOM Bo3pacTe B PaHHHUX ()asax ero pasBUTHUA MPH MHOTHX
peBMaTHUYecKMX 3aboJieBaHMAX MMeeT obl[He KJIMHHUKO-
MMMYHOJIOTHYEeCKHe XapaKTePUCTHKHU, YTO HepeIKO MPUBOIAMT
K Cephe3HBIM JMATHOCTHYECKHUM omubramM. dToMy cmocobeT-
BYIOT Ipe’kje Bcero ocoGeHHOCTH PACTYIIEro JeTCKOro opra-
HHU3Ma B IeJIOM U MMMYHHOW CHCTEMBI B YaCTHOCTH, KOTOpas
B Mepuojie JeTcTBA MPOXOAUT IeJNblil PAJX dTAoB cBoero ¢op-
MHPOBAHMSA M Pa3BUTHA.

B HacTosilee BpeMsi BCeMH eBPONEHCKHMMH CTpaHaMH,
kpome Poccum, yTBepiKjJeH TepMHH «l0OBEHHMJIbHBIH XpOHHYe-
ckuit aprpur» (IOXA), KoTophlii 06beaMHAET NPAKTHYECKH
Bce XPOHMYECKMe BOCHAJIHTeNbHbIe 3a60J€BAHUA CYCTABOB Y
nereit, Briwoouas IOPA. Takasa TepMHHOJNOrMYeckas Iepe-
CTPOMKA OCJIOXKHSET MHTEepIpeTanuio peaysbTaTOB HCCIe0-
BAHMH, NMPOBOAMMBIX NPH HM3YYEeHHH BOCHAJHTEJIbHBIX 3abo-
JieBaHUIl cycTaBoB, B ToM uncse u npu IOPA.
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OredecTBEHHBIMH DPeBMATOJIOTAMH B OCHOBHOM MCIIOJIB3Y-
erca TepmuH «IOPA», KoTopelif o6beguHAET XPOHUYECKHE
BocmaJuTeslbHble 3a60JieBAHMSA CYCTABOB C HEM3BECTHBIMH
aTHOJIOTHeNl M TaToreHe3oM, HavyaBImIuecs y geredl mo 16-mer-
Hero Boapacta. MHorosierHuil onsiT udydenus FOPA nossona-
eT cuMTaTh, YTO 3TO reTeporeHHas rpynmna 3abojeBaHWM, IPH
KOTOPbIX He3aBUCHMO OT BTHONATOTeHeTHYEeCKMX MeXaHH3MOB
B TOIl MJIM MHOW CTeMeHH Bcerja NMPHUCYTCTBYeT MOparkeHHe
CTPYKTYP CYCTABHOTO ammapaTa Kak OpraHa-MHIIeHH.

ITo pacnpocrpanenHoctn IOPA 3aHMMaer mepBoe MecTO
cpeaM BOCHIAJINTENbHBIX 3a00JIeBaHUI CYCTABOB, HMeeT OTYerT-
JIMBYIO TeHJEHIUIO K PaHHeil MHBAJMAM3ALUHU, XapaKTepusy-
eTcs BOBJIeYeHMEM B Npollecc y YacTH AeTel >XKM3HEHHO BaK-
HBIX OpraHoB (cepAue, rjasa, MOYKH, HedeHb U T. A.). IToaro-
My IOPA OTHOCAT K MCKJIYHTEJIbHO aKTyaJbHBIM 3aboseBa-
HUAM JIeTCKON PeBMAaTOJIOTUH.

PacnpocrpasesHocTs JOPA B pasiM4HBIX pernoHax 3eM-
HOro mapa pasnudsa u koxebmerca or 0,1 go 0,8% B momy-
nsauuu. Yame 601€0T 1eBOYKH.

9THOJIOTHA

Kakoii-To eIMHBII MJIN OCHOBHOU 3THOJOrHUYecKHi# dakTop
IOPA He ycTaHOBJIeH, IIO9TOMY CyIecTByeT obliee MHeHHe O
ToM, uro FOPA — monmaTHojIOrMYHOE, T. €. TeTeporeHHoe, IO
cBoeMy renedy saGosieBanue. Brigengior ¢GaxTophbl, mpeapac-
nonarajomue K pasputuio IOPA, u dakTopel, cmoco6eTByO-
e peanusanuu IOPA (npu HaJM4YHHK IpeIpPACTONAralomiuX).
JlokasaHo, 4TO Bce HpeApacrojarapoi(ie K passuruio IOPA
dbakTOph!l 06J1aJaI0T TPONM3MOM K TKQHAM CYCTABOB, OHH MO-
IryT TaM AJATEJbHO IePCHCTHPOBATh, BHIShIBAA HMMYHHOE
pocrasenne. C 3TUX MO3UNIMIl obcyKaaeTcs MeNblil pAX BHDY-
COB, OTHOCAIIUXCHA K IPYyIIe «IepCHCTHPYIOIIUX» B OPraHU3-
me. D10 B ocHoBHOM JIHK- u PHK-coxepskamue Bupychl (0H-
KOPHABMPYCHI, pPeTpPaBMpyChl M Jp.), cHmocobHble 3aMemaTh
PeHOMHbIE YUaCTKH Ha XPOMOCOMAX, JJINTeJbHOe BpeMs «Gea-
JeificTBOBATb», M TOJIBKO B cJydae MX MHHIUAIOAN KAKHMH-
160 NMPOBOUMPYIOIMMHI (PAKTOPAMH OCYLIECTBJIATH CBOH MY-
rareHHble GYHKOUH. «WHAODUAaTOpAMH» HX JeHCTBHS MOTYT
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6bITH YacThle 3a6ojieBaHUsA, KOTOPble OCJabIAIT MMMYHHBIE
MeXaHW3Mbl, IepeoxJjaXkfAeHHe, HHCOJNANUA, MPUBUBKH,
TpaBMbl, He6JIaronpuATHLIE dKOJOrHUecKue GakTopsl (papua-
IHMOHHOEe BO3JlelicTBHe, HAKOIJIEHUE PAJa TAXeJbIX MeTajlIoB
M 1Ip.), XPOHUYECKHE ICHXO03MOIMOHAIbHbIE CTPECChI.

HaMu u3ydyeHBl YPOBHM HAKOIJIEHHMS DALA TAXKeJbIX Me-
TAJIJIOB M MHKpoaJieMeHTOB y gereit ¢ IOPA. VcranoBieHo,
uyro y 50% u3 HUX NOBBILIEHO COAep)KaHHe Xpoma (B 3—4 pa-
3a BBIIle JONYCTMMBIX IoKasareseir), a y 85% GonbHBIX
IOPA BhisiBJleHA BBICOKAasi KOHIEHTPAIUA KAaJMHUA B CHIBOPOT-
Ke KPOBH. YPOBeHb KaJMHs IPeBIIIa] KOHTPOJbHbIE HHPPbI
B 25-30 pas. CreneHb NOBLIIIEHHA COAePIKaHUA 3THX MHKDO-
aJIeMeHTOB B KPOBM Jereil, crpajatomux IOPA, koppenupo-
Bajla ¢ YPOBHAMHU MX HAKOIJIEHHS B IIOYBe M KOHIEHTpanuen
B BOJle 110 MeCTY KHTeJbCTBa NAIMeHTOB. JTOT (akT MO3BO-
JifleT MpejArosiaraTh IPUYaCTHOCTh XPOMa U KaJAMUA K Pa3BH-
Ttuio 3abonesarusa (JI. M. Beasesa, E. B. BoiiroBa, C. M. Ko-
poas, 1998).

B mociegsue roAbl MOSBHJIKMCH JOKAa3aTeJbCTBA POJM BH-
pyca Omncraiina—Bapp B rerese IOPA. 9tor Bupyc obiajgaer
BBIDAYKEHHBIM MYTATeHHBIM 3(HEeKTOM, HCKJIIOUHTeIbHON
TPONHOCTHI0O K UMMYHOKOMIIETEHTHBIM cyOcTaHnuAM. HHTeH-
CHBHO TNpoOjoJKalIneecss Hu3ydeHue sddeKToB BHpyca Om-
craiiHa—Bapp HokaspiBaeT ero INPUYACTHOCTb K Pa3BUTHIO
MHOIMX MMMYHOJIOTMYECKUX IepecTpoeKk B OpraHu3me, 4TO
NpH «MHAMBHAYAJIBHBIX OCOOEHHOCTAX», B TOM 4UHCJe U IPH
HaJIWUHHM psAfa MapkepoB B cucTeme HLA, cosmaer ycioBus
JUUISl PA3BUTHS TSKeJbIX PeBMATHYECKHUX, OHKOreMaToJorHye-
CKHMX M OHKOJIOTHYeCKHMX 3a6oJieBaHMUIA.

Kak BoaMoxHBIN arnosnorudeckuit paxrop IOPA obeyxna-
ercsi BUPYC KPACHYXH, KOTOPBIH, 06Jajas TPOIHOCTBIO K cyc-
TaBHBIM CTPYKTypPaM, MOXKeT NPOBOLMPOBATH Pa3BUTHe CHHO-
puTa. O6cysKjaeTcs HaJIU4YMe «MAaJIbIX» NMEPBUYHBIX MMMYHO-
nedUUUTHBEIX COCTOSHMIA: ceJleKTHBHBIN Aedunut IgA, rumo-
rammarsiobynuaemusi, aepunur ¢ppakuuit Co u C4 Kowmmie-
MeHTa.

Ocoboe 3HAUeHHe NPHUJAaeTCs HOCHTEJIbCTBY pPsAJa MapKepoB
B cucreme anturesos HLA (B35, B12, DR1, DR2, DR4,
DR5, DW14, DW15, DQ2, B27).
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B nenom IOPA oTHOCHTCA K HOJIMIeHHO Ipejpacrojaraio-
muM 3abojieBaHUAM. I'eTepOoreHHOCTh (AKTOPOB, HHHUIUHU-
pPYIOIUX ero, ONpefesisieT KJIMHUYECKHH mnonuMopdusmMm
IOPA. BeposiTHee Bcero, KaXX[blii BapHAHT TeYeHHUSA HMeeT
CBOHf MeXaHM3M peaJM3alUH, B KOTOPOM HIpaiOT POJb OCO-
6eHHOCTH UMMYHOreHeTHYeCKOro CTaTyca, HaJudue U cTeleHb
BHUPYJIEHTHOCTH, JJIATEJBHOCTh IE€PCHCTHPOBAHUS BUPYCHO-
nHdeKnHoOHHOro (akTopa B opraHu3Me peGenka. @oHOM MoO-
I'YT CJIY’KUTb MaJible NPOSABJIEHUSA AUCIJIACTHUYHOCTH COeJUHH-
TeJbHON TKaHU.

®enorunuposanue GoapHBIX IOPA mo cucTeMe aHTHUIeHOB
HLA nosBosmio acconquupoBaTh psj ¢dopm 3aboseBaHHA C
npeobiafaomieil YaCTOTOX HOCHTENBCTBA TOrO MJIM MHOTO aH-
TUreHa. YcTaHOBJIeHO, 4To Hambonee Tsxkensle opmer IOPA
C BOBJIeUeHMeM B Ipolecc BHYTPEHHHUX OPraHOB HaboAaoTcs
y JeTeil ¢ HOCHTEJbCTBOM aHTHUIreHOB Jokyca DR B coueranun
¢ B35. HocurenscrBo anturesos HLA-nokyca B12, B40, B27
yale accolUUpyeTcs ¢ NPeMMYIIeCTBEHHO CYyCTABHBIMU (hop-
mamu IOPA, ceponosutusHble BapuaHTsl JOPA KoppenupyoT
¢ Hasnuuem HLA-DR4. MoxHo cuuTtaTh, uTo Jokyc DR cuc-
rembr HLA yuacTByeT B reHeTHUEeCKOil [eTepMHUHALMH KJH-
Huueckoro nonumopduama IOPA.

Usyuenne ¢eHOTHIHUECKAX OcoGeHHOCTedl MO cucTeMe
HLA y nanuenToB ¢ JOPA u y WiIeHOB HX ceMed OTKpDhIBaeT
HepcreKTHBEl MEPBUYHOrO M BTOPHYHOIO MPOTHO3HPOBAHHSA
aToro TsKesoro 3aGoseBanusa. HecMorpa Ha TO YTO B CeMbAX
o6Cc/eJOBAHHBIX DEeAKO BCTpedaeTcsl HECKONBKO JeTed HJIA
6AM3KUX PpOJACTBeHHHKOB, crTpajalomux IOPA, pesynbraTsl
M3y4YeHNs TATJIOTHTIOB AHTHIeHOB rucrocoBMectumoctn HLA
NMO3BOJIAIOT MPOTHO3HPOBATH BPOXKIEHHYIO NpPeJpacIoIoXKeH-
HOCTh K 3TOMYy 3a60JieBaHMIO. A 9TO B CBOIO oYepeAb NPeAIO-
JlaraeT MHAMBHAYAIM3ALMIO B MOAXOAAaX K OpPraHU3anuu 06-
pasa >KU3HM (CIOPT, JOMOJHHUTebHBIe HArPY3KH, NHTAHHE H
T. A.), 3aKaJMBAHMIO, MPOBEJEHHIO MPOGHIAKTHYECKUX INPH-
BHUBOK M T. A.

JluTepaTypHble AaHHBIE, KACAKON{HECSH YTOUHEHHs (EHOTH-
na HLA y nereit ¢ pasasima ¢popmamu IOPA, ykaseiBaloT Ha
BO3MOXKHOCTh BbIGopa TakTuku Jjedenus (JI.VI. BeneBoseH-
ckas, 1989).
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V Gonbueix IOPA ¢ manuumeM acconmanuu ¢ HLA-B8 u
DR3 BhisBiAAeTCS Ts)Kejas INPOTEUMHYPHS NPHU JIeYeHHH Ipe-
napaTaMM 30J10Ta, a y GoNbHBIX ¢ Hajmuunmem aHTHreHa HLA-
B35 Buime addeKT oT cTepoMAHON Tepamuu. ¥ MaIUeHTOB C
ramorunamu HLA-DR3 u A3 uame wuMeer MecTo GbICTpo-
nporpeccupyiomee TedeHne IOPA, HecMOTpA Ha NPOBOAMMOeE
JledyeHue, a NpH HocuTeiabcTBe aHTUreHoB HLA-B5, DR1 u
DR2 uame Ha6a0fal0TCcs JYYIMIHA NPOorHo3 U Gosiee MeJJIeH-
HOe NPOrpecCUpoBaHUEe 3PO3MBHO-AECTPYKTHBHBIX IPOIECCOB
B cycraBax (JI. . BeneBoseHckas, 1989). PesynbpraTsl
GoNBIINHCTBA MCCIeHOBAHUU ceMeil CBHUAETEJLCTBYIOT O TOM,
uTo mpucyTcTBue B ramiorune HLA-DR4 orsaromaer 6ose3Hs,
4YTO, BEPOATHO, CBA3AHO C ceMeiHoI arperanueir JOPA.

Takum o6pasom, JOPA — aro mynasTudakTOpruanbHOe 3a60-
JleBaHME C HAcJIeICTBeHHOU MPeJpaclosioXKeHHOCThIO, B TreHe3e
KOTOPOTrO WUIpalT pOJib FOPMOHAaJbHbIE U MMMYHOTeHeTHde-
cKkue (aKTOPHI, «NepCHCTHPYION(He BHPYCHbIE I'eHOMBI», He-
6JaronpuATHbIE BIUSHUA OKPYJKAIOIIeH cpefbl, IICHX03MO-
nHOHAJIbHBIe cTpecchl. Kinmaudeckuit monumopduam ompese-
JISieTCA dTUOJIOTHYECKOM reTeporeHHOCTHIO 3a60eBaHUA.

ITATOTEHE3 H HMMYHOJIOTHYECKHE
ACIIEKTBI

CxeMaTUYHO IATOJOMYECKHI Ipolecc, pa3BUBAIOIIUIICA Y
6onpHBIX IOPA, umeer gBe dasbl. B ocHOBe pasBUTHA M NIpo-
ABJIEHUH OKcCyfaTHBHOM hasbl JiexKaT HapylleHHe MHKpO-
OUPKYJISAOUA U MOopakKeHHe KJIETOK CHHOBHAJBHOH 06OJIOUKH.
9T0 cmocoGeTBYyeT NOBHIMIEHHIO HPOHHUIAEMOCTH KJIETOYHBIX
MeMGpaH M BeJeT K YCHJIEHHOMY NPOHHKHOBEHHIO B CYCTaB
GeJIKOB IJIA3MBI U pAJa KJIETOUYHBIX 3JIeMeHTOB. B pesyibrare
TAKOH NepecTPOMKH pa3BUBAETCA XPOHHUYECKOe BOCHAaJIeHHe
(BTopas ¢asa), mposBisOlIeecsi MOHOHYKJIeapHON HHOUIBLT-
panueil B CTPYKTYpaX CHHOBHAJBHON OOOJIOUKH CYCTaBOB H
xpaAma. BocnanuTeabHblil nponece, AISALMACA MHOTHE TOJBI,
HOCHT XapaKTep ayTOMMMyHHoro. IIpu M3y4YeHHH 3THOJIOTHMH
IOPA 6blIO MOAYEPKHYTO, YTO 3a KJIMHMYECKUM pasHoobpa-
3ueM (opm, BeposiTHee BCero, Kpoercs MOJUMOP(PHU3M raimso-
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TMmoB cucTeMbl rucrocoBmectumocT HLA, acconumpyio-
mUXCA ¢ MMMYHOJOTMYECKUMH «JedeKTaMu» B OpPraHuaMe
pebenka ¢ (eHOTHIOM, MOJBEePKeHHBIM 3aborneBanui0. Bce
dopmer  IOPA  ob6weguHsieT TO, YTO OCHOBHBIM OpPraHOM-
MHUIIEHBIO NPU 9TOM SIBJSIOTCA CTPYKTYPBI CYCTABHOTO amma-
paTa ¥ B IepBYIO odepeJb CHHOBHAJIbHASA 060I0UKA.

MexaHu3M ydacTua aHTHreHoB cucTeMbl HLA B BOSHHK-
HOBEHMM ¥ DPa3BUTHM peBMaTHYeCKHX OolesHeil B meJoM H
IOPA B yacTHOCTH o KoHIa He siceH. OGcyknaeTcss HECKOJb-
KO THIOTe3, 06BbACHAIUX B3auMocBsAsh aHTHreHos HLA c
NpeApacHoIoXKeHHOCTRIO K 9THM GOJIe3HsAM.

Tunore3a MOJeKYJSAPHOH MHUMHKDHH OCHOBaHA Ha Bepo-
ATHOM CXOJCTBe pAJAa CTPYKTYPHBIX JeTepMHHAHT oboJo-
YeK HeKOTOPbIX MHKPOOPTaHHM3MOB, MOTOMY OHH He «pac-
no3HalTCA» cBoeBpeMeHHO cobcrBeHHoit HLA u He /M-
MHUHUPYIOTCH.

PenentopHasi Teopus (rumoresa) Npefmosaraer BepoAT-
HOoCTh Toro, uto anTuredsl HLA, BeicTynmas B KadecTBe pe-
[eNTOPOB [JIsi HEKOTOPBIX NATOTeHHBIX MHKPOOPraHW3MOB,
06JieryaloT UX NPOHUKHOBeHHE B KJIETKY, I/le H PasBHBaeTcCH
naToJIorn4ecKuil mpomecc.

O6cysxaaeTcsa TakKe TUIOTe3a, JAoNycKaiomas MoAH(HKa-
nuio aATuresoB HLA uHGeKIHOHHBIMM AreHTAMH, OCOGEHHO
BHpYCAMH, HANpUMep IIyTeM HerocpejCTBEHHOTO BKJIOYEeHHS
BupycHoro reHoma B reH HLA unu uepes PHK. Takue aHTH-
regsl HLA pacnosHaioTcs B OpraHM3Me Kak YyKHe, W IPOTHB
HUX pa3BHBaeTCs MMMYHHBIH OTBeT.

B nociefHue rojbl MOSBHJACH THIIOTE3a CYI[eCTBOBAHHA
reHa uMmmyHHOro orBera (Ir-reusi), KOTOPBIN, JIOKAJIU3YACH B
nokyce D uin DR, HaxoauTcsi B PABHOBECHOM CIENJIEHHH C
cucremoit HLA. Ir-reHnl KOHTPOJIMDYIOT B3aMMoJelcTBHE
mMakpodaro u JUMQOIHUTOB B MMMYHHOM OTBeTe OPraHU3Ma,
perynupyioT And@depeHIUPOBKY U (QYHKIHOHANBHYIO aKTHB-
HocTh T-KJIeTOK.

B narorenese IOPA muckio4yuTe/lbHOe 3HAYEHHE HMeEIOT
HApyIleHNs] B UMMYHHOI cHCTeMe, UTO, BEPOATHO, SABJISETCH
CJle[ICTBUEM ONMCAHHBIX BhIIIe NMMYHOTEHETHUECKHX OCOGeH-
HocTell M mepecTpoek B opraHusMe peGeHKa ¢ (PeHOTHIIOM
«nopseprkenHocTH FOPA».
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XapakTepHo#l AJA HMMMYHHOTO cTaTyca MHPH AaKTHBHOM
BocmaJyeHRMH y Aereil ¢ pasHpiMu BapuaHTamu IOPA sBisiercst
3aMHTEPECOBAHHOCTh B TOW WJIM MHOH CTeNeHH NPaKTHYeCKH
Becex 3BeHbeB MMMYHHOH CHCTeMBbI. YCJIOBHO MOXHO BbIje-
JIUTH MMMYHONATOJIOTMYEeCKUe PpeaKIiH, CBASAHHBIE HeEMNo-
CPeJICTBEHHO C CYCTABHBIM CHHJPOMOM, C obmum (cuc-
TeMHBIM) PeBMATOUAHBLIM CHHIPOMOM (CyCTAaBHO-BHCIEPaJb-
Hble GOPMBI), €O CTENEHbI0 AKTHBHOCTH M IPOrPeccHpPOBaHMS
6ose3rn. IIpeAIPUHMUMAIOTCSA MONBITKY U3YYeHUS UMMYHOJIO-
rMYeCKUX MapKepoB psifa HaubGojee 4acTo BCTPEYAIOMUXCS
KIMHEMYecKuX BapuaHToB IOPA.

B nesom IOPA — ato ayrouMMyHHOe 3aGosieBaHHe, KOTO-
poe B KJaccMYeCKOM MNpeJCTaBJeHHH XapaKTepudyercs Kak
naToJIOrM4ecKoe CocTOsSIHMe, PasBUBalolleecs IPH HapyIIeHHH
peryiasAnuu (GUBHONOrHYeCKHX HMMYHHBIX MPOIeCcCOoB, 4TO
IPHBOAMT K TOSBJIEHHIO KJIETOYHBIX M I'yMOPAJBHBIX UMMYH-
HBIX peaKkInuil NPOTHB KOMIIOHEHTOB COGCTBEHHBIX TKaHel,
BBIBIBAA CTPYKTYpPHble M (YHKIHMOHAJbHbIE HADYIIEHMA B
opraHax-MHIIeHAX.

BaskHoit yeproit JOPA kKak ayToMMMYHHOTO 3aboJieBaHMSA
fABJIeTCS TUNEPHpPOAYKUMS AayTOAHTHTeJ, HAlpaBJIeHHbIX
[OPOTHB AHTHIEHOB, NPUCYTCTBYIOIMX Ha COOCTBEHHBIX KJIeT-
Kax, BHYTPHM KJIETOK MJIM BO BHEKJETOUHBIX IPOCTPAHCTBAX
OpraEmaMa uesoBeKa. AYTOAHTHTeJa MOIYT pearuposaTh C
OYeHb IIMPOKUM CIEKTPOM MOJIEKYJI, ABJSIOUUXCA KOMIO-
HEeHTAMM IMTOIUIA3MBI, ANpa, KJIETOYHBIX MeMOpaH, GenxaMu
CBHIBOPOTKHM KPOBHM, ropMoHamu, depmenTamMu. B kavecTBe ay-
TOAHTHIEHOB MOTYT BhICTyHaTh aHTHreHsl HLA, HyKjeHHO-
Bble KHCJIOTHI, GocGOoNMUNU/bl, CTEPOHABLI U AD.

T'JIaBHBIMH CBOMCTBAMM ayTOAHTHTEJN SBJAIOTCSA TMepeKpe-
cTHBIe peaknuu (monucnenuduyHOCTE) M OOpasoBaHMe B KPO-
BSIHOM pycJie KOMIIJIEKCOB AHTUTeH-—aHTUTeJIO.

ITpu IOPA pasnuuaioT ABa THIA PeaKIUH aHTHIeH—AaHTH-
TeJio, TPOTEKAIUIMX B CHHOBMAJILHOW JKMAKOCTH M B CHHO-
BHAJBHON oGosouke. ITepBblif M3 HUX ONpefeNsieTCA PeaKiH-
eit Tuna IgG, a Bropoif — peaKIMAMH QHTHTEJ C PASJIHYHBI-
MM TKAHEBBIMM AHTHTeHaMHU (Xpsl], KOJJIareH) M MPOAYK-
TAaMM BoOCHmaNuTenbHON peakuun (pubpur, ¢ubpuHoreH,
IOHEK u np.).
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Peakuuu aHTUreH—aHTUTEJIO COINPOBOXKAAIOTCA AKTHBA-
uueit 6eJIKOB CHCTeMBl KOMIJIEMEHTA, UYTO NPOABJAETCA CHH-
JKeHHeM ero THTPa B CHHOBHAJILHOH 000JIOYKe, yCHIEHHEM
COCYAMCTON NPOHMIIAEMOCTH M BBICBOGOXKJeHHMEM T'MIPOJIATH-
yecKMX ¢(epMeHTOB, AKTHBHBIX KHCJIOPOAHBIX pagUKaJOB,
MeTaGoMTOB APAXUIOHOBOM KHCIOTEL. MOJEKYIBl MMMYHO-
rino6yJIMHOB M PpeBMaTOMAHOrO (aKTopa OTKJAABIBAIOTCA B
[MOBEPXHOCTHBIX CJIOAX CYCTABHOTO XpsAIa, 4To oOycJIOBIHBA-
eT mpouecckl mposudepanuu B CHHOBHAJIBHONH 000J0YKe H
crnoco6eTByeT GOPMUPOBAHUIO MAHHYCA.

CucreMHble (cycTaBHO-BHUcLepasibHble) ¢opmbl IOPA mo
[pPOSIBJIEHUAM U MOP(OJIOTHH MOXHO paccMaTPHUBATh C IO3H-
Uil CHCTeMHBIX BACKYJHMTOB, HepeJKO MPOTEKAIOIMHUX C KJIH-
HUYECKOH KAPTHHOM IOJMCepO3UTa M OPraHHBIMH IIOpajke-
HHUSIMH, CBHAETEJbCTBYIOIIMMH O BOBJIEYeHHH B IPOIECC CO-
cyaucroro 3seHa. IIpaKkTHYeCcKH Ha BceX JTamaXx MMMYHHOTO
orBeTa opraEnama y GoabHbIX IOPA BBIABAAIOTCA OcoOeHHO-
ctu. Bo MHOrom oHu 3aBHcAT OT (GOPMBI M BapHaHTa TeYeHHSA
6oseanu. B nesnom B nartoreHede IOPA cuuTaercs AoKasaHHOMN
BeAyllas poJib MMMYHONATOJIOIHYEeCKUX MeXaHM3MOB, CpefH
KOTOPBIX MOJKHO BBHIZIEJIUTH oOI(Me, XapaKTepHble ANA BCEX
nereit ¢ JOPA. 2

B mociexgHee BpeMs BO3poc MHTepec K HAJIMYHIO OeslKoB
ocTpoit a3kl BocnasieHus, B yactHocTH K CPB. Ero cumraroor
MapkepoM paHHel peanusanuu IOPA, a B coueTaHHH C BBICO-
kuM ypoBHem HJI-6 m psagom nu30gOMaNbHBEIX (hDepMEHTOB
paccMaTpHBAOT KAK INPOTHOCTHYeCKHi dakTop GbIcTpompor-
peccupyolero TedeHus 6oIe3HH.

Ocobasi pons B guarHocTuke IOPA oTBoguTCS BBHISABIEHHIO
peBmatongHoro dakropa (P®) B chIBOPOTKE KPOBH M B CHHO-
BUAJIBHON KHUAKOcTH GonbHEIX. Kinaccnueckuit P® mpeacras-
nsieT coboil MMMyHOrJI06yJIMH, OTHOCAIMIicA K Kiaccy IgM.
Jlnst ero onpejesieHHsl UCIOJB3YIOTCA PA3JIMYHble THATHOCTH-
yecKne MeTo[bl (JaTekc-recT, peakuusa Baanepa—Poysa, kap-
6o-rect). IIpu Hanuuuu P®P 3abosieBaHMe CYMUTAIOT CEPONO3H-
TuBHbIM. ¥ Jereil ¢ JOPA wame HaGaiogaloTcs cepoHeraTHB-
Hble BADHAHTHI TeYeHHUs, OJHAKO B MOCJeJHHE IOAbl JOKA3aHO
HaJM4Kue y HUX «cKkpbiToro» P® (19-S-IgM). Ero onpezgensior
MEeTOJI0OM KOMIIJIEMEeHT3aBNCHMOTO T'eMOJIHTHYECKOro TecTa.
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CreneHb 3aMHTEPECOBAHHOCTH CIIeNU(UYIECKOro IyMOpajbHO-
ro 8BeHa MMMYHHO# CHCTeMbl KOpPpeJHpYeT ¢ KJIMHHYeCKOH
AKTHBHOCTBIO TpOIEcca, UTO TMPOSABIAETCH TMIePIPORAYKIHen
IgG u IgA. B mepuox obocrpenus 3aboyeBaHHA YBeJIHYHBA-
forca nopbpaknuu IgG2 u 1gG3, a Bo BpeMs peMHCCHH dalle
poaspacTaer Kounentpanus 1gG3 m IgG4. ¥V tpetn G0nBHBIX
IpeMMyIIecTBeHHO ¢ cycTaBHOH dopmoit IOPA u y 60% c
cycTaBHO-BUCLepabHON (opMoi oTMedaercd IOBBIMIEHHE
kornenTpanuu IgE.

V geTeit ¢ OJUrOAPTPHTOM, COYETAIONUMCS C MOPaKeHHeM
rias (yBeut), ouens yacto obHapyxmuBaiorca AHA. Hepexko
BBHISABJISIIOTCS AHTHUTeNa K KJIETKaM M CTPYKTYPHBIM KOMIIO-
HeHTAM COefMHMTeNbHOM TKaHM (KosareHy I m II Tumos,
SKCTPAKTAM CHHOBMAJBLHON OGONOYKHM, XpAlla, SHAOTEIH).
Dro Hamboslee TUIMYHO [Jis AeTeil ¢ CHCTEMHEBIM IPOIECCOM.
XapaktepubiM s 6onbmuHeTBa geteit ¢ FOPA ciepyer npu-
3HATH POCT YHCJIA MJIA3MATHYECKUX KIETOK, yBenudeHue (ab-
COJIOTHO® W OTHOCHTeNbHOe) KojudecTBa B-KieTok, pasba-
JIAHCHPOBAHHOCTb WX KoopanmHamuu ¢ T-knerkamu. CremeHb
STUX HAPYIIEHWil KOppeJMpyeT C AKTHBHOCTBIO M TSKeCThIO
npouecca.

V3MeHeHUsI CO CTOPOHBI KJIETOYHOTO MMMYHHTeTa OGBIUHO
He OJHO3HAYHEI M HepeAKo pasHoHamnpaBieHHbI. OIeHKa Xa-
paKTepa KJIETOUHBIX peaKLuil MMMYyHHO} cucremsl npu IOPA
yacTo 3aTpyAHHUTeNbHa. He Bcerja 4eTKo HpOC/IeXKUBAeTCs
CBA3b 9TMX HM3MEeHeHMHl ¢ AKTHBHOCTHIO mporecca. ¥ 6oJb-
muncTBa gereit ¢ FOPA ofuiee konudectBo T-nmumdonuTos
CHMIKeHO, OJJHAKO Y GOJIbHBIX C OYeHb BBICOKON aKTHBHOCTBHIO
nponecca yposenb T-kjeTok MoxeT 6bITh 160 B HOpPMe, 160
Jaxke nosbimied. Ha 8ToM (poHe CyIlecTBEHHO yBeJMUHMBAETCHA
cybmonynanua axkTusupoBaHHBIX T-MMMdonuTos. 9TO oco-
GeHHO SPKO MPOSIBIAETCs IPH CHCTEMHBIX BapHaHTax Gones-
Hu. (1A onuroapTpuKynsipHsix BapmanToB IOPA Becpma ma-
TOHOMOHMUYHO CHM)KeHMe ypoBHs T-cympeccopoB, a Kojuue-
crBo T-xenmepoB 0OBIYHO MOBBLIIIEHO Y JeTeidf ¢ CycTaBHO-
BucuepaibasiMu popmamu FOPA.

Ocoboe snauenue B craHosjeHnu IOPA npupaercs Hapy-
EeHHI0 cynpeccopHoit GyHKuuH nauMponuros. IIpameimM go-
KasaTeJbCTBOM 3anHTepecoBaHHOCTH T-cynmpeccopoB sBiseTcs
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ob6Hapy’KeHUe B CBIBOPDOTKE KpPOBM GOJBHEIX € AKTHBHBIM
IOPA anTHTeJ, BIUAIOIIUX Ha 3TH KJIeTKH. B mepwos pemmuc-
cuu GYHKIOHOHAJIILHOE COCTOAHHME TUMMONUTOB, KaK NpaBHJIo,
BOCCTAHABJINBAETCH.

Takum 06pasoM, M3MeHeHHMS KJIETOUYHBIX MMMYHHBIX pe-
akuuii y G6onbHeIXx JOPA rereporeHHsl, 4TO OTpakaeT MOJIH-
Mopdu3M maToreHesa pasHbIX ¢opM GoJie3HHM M, BO3MOXKHO, B
6yaymem 6GyaeT OCHOBOMOJATAIOLIMM INPH BbIGOpe GasMcHOM
Tepanuu. MOKHO CUMTaTh, YTO AJsA CUCTeMHBIX ¢dopm IOPA
OCHOBHBIMHM SIBJIAIOTCS HAPYIIeHHS WMMYHOperyJIAnuu He
CTOJIbKO CHHIKeHHeM MOTeHIHaJa CYNpecCHH, CKOJBKO aKTH-
panueit ¢pyakuuu T-xenmepoB. He HckiI04YeHO, 9TO B 3THX
caydasX MMeeT MeCcTO reHeTHdecKas [eTePMHUHHDOBAHHOCTH
nedexra T-cympeccopoB, MNpoABAAOIErocad HX GQYHKIHO-
HaJIbHOM HEeCOCTOATENbHOCTBIO.

UccrefoBaHUAMH MOCJIEAHAX JIET YCTAHOBJIEHO, YTO Yy Je-
Teit ¢ JOPA BBIABAAITCA Take HapylleHHs GYHKIUH MH-
rpauuu 3pGEKTOPHBIX KJETOK, B YACTHOCTH HOJHMOpP(dHO-
AfepPHBIX JIEHKONUTOB M MOHOHyKJeapoB. Mx auchyHKnus
[posiBJIsieTcs B OCHOBHOM B CHHI)KEHHWH AKTHBHOCTH XeMOTaK-
cuca (HampaBJeHHass MUTpanus JeifKONMTOB B odYar BocIa-
JNleHHsA) M XeMOKHMHe3a (MMrpanms, CTHMYJIMDOBaHHASA
Cs-bpaknueit KOMIJIEMeHTa) JIeHKOIUTOB, YTO HOCHT Xapak-
Tep IepBUYHOro (reHeTHYeckoro) JedexkTa M CyIIeCTBEHHO
BJIMSET HA TedeHMe MMMYHHOro BocmayieHus y fereit ¢ JOPA,
cpa3y OpHEHTHPYS ero Ha XPOHHM3IANHIO.

Y

KJIAHHYECKAS KAPTHHA

Knunnueckue npossienuss IOPA BecbMa pa3HOOODA3HBI M
3aBUCAT OT MHOXKecTBa (pAKTOpOB: Bo3dpacTa peGeHKa, Hacjen-
CTBEHHOCTH, [0JIa, MCXOJHOTO COCTOSAHUS MMMYHHOH CHCTe-
MBI, yCJIOBHMil OKpy»Kawlieil ero cpeasl, ocoGeHHocTell GbiTa,
NCHX03MOIMOHAILHOTO COCTOSIHUS, OTHOLIEHHA K Gole3HH
camoro 60JbHOTO M GJIMBKMX POJCTBEHHHMKOB, CBOEBDPEMEHHO-
CTH AMATHOCTHKH, 8[eKBATHOCTH Tepanuy U T. X.

Cnexyer moguepkHyTh, 4To B 95% cayuaes IOPA — sro
TAMeJNoe XPOHHYecKoe 3abojleBaHME € DPEIMAMBHPYIOIIUM H
NporpeccUpyIOUUM TedeHHeM, PAHO MJIM II03THO NMPHBOAsAILIee
K MHBaJIHMIHOCTH.
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OCHOBHBIMH KJMHWYEeCKUMH NpPOSABIeHUAMH 60JIe3HM SB-
JNAI0TCA TOpaskeHUe CYCTABOB, crenuduveckoe IOpakeHHe
rJIa3 ¥ TAK Ha3bIBaeMblil «OGLIMI PeBMATOMAHBIN CHHAPOM»,
XapaKTepUBYIOMHUICA JHUXOPaAKOH, THNHYHBIMH peBMAaro-
MAHBIMH CHIOAMH, MOJHCEPO3UTOM M IOpakeHWeM BHYTPeH-
HUX OpraHoB, 4YTO IO CYIIeCTBY OOYCJIOBJEHO CHCTeMHBIM
peBMATOMAHBIM BacKyiauToM. OcTaHOBMMCA Ha OCHOBHBIX
curgpomax IOPA.

Cycmaenoi cundpom — NPAKTHYECKH CaMBIii paHHUI
npusuak IOPA. WHorga o mosiBieHns aprpurta pebenka Gec-
NMOKOAT apTPaJICMM, MO3)Ke pa3BUBaeTCs KapTHHA CHHOBUTA,
T. e. BOCIAJIUTENBHOrO NMpoliecca B CHHOBHAJIBHON obojouke,
B CBA3Y ¢ 4eM oHa Habyxaer (OTeK), CTAHOBUTCHA T'HIIePeMHPO-
BAHHOH, MpPOAYHUpYeT O6oJblle >XHAKOCTH, COCTAB KOTOPOH
3HAYMTEJHHO OTJIMYAETCS OT COCTABA HOPMAJIbHOM XHIAKOCTH.
MuakocTh MMeeT HHBKYIO BSSKOCTb, MOXKeT OBITH CBeTJIO-
COJIOMEHHOM HJIM MYTHO-)KeJTOH, IOBBIIIEH ILMTO3, MOIYT
npeobiagaTh JeHKOLUTHI, HeHTpodMisl, CHMKeH Genok. B
3TOT mepuof B ueasx puarsoctnku IOPA npy mcciefoBaHHH
CHHOBHAJIBHOM JKUAKOCTH HEOOXOAMMO M3YUHUTh HaJUuUe PO-
rouuToB, KpuorjobynuHos, PP, ompenenuTh ypoBeHb JIH30-
CcOMaJIbHBIX (pepMeHTOB. DTO crnocobeTByeT NMPaBUJILHOMY BBI-
60opy TepaneBTUYECKOH TAKTHKH.

Knuruuecku B ¢ase ocTporo cHHoBHTa GosbHOrO Gecroko-
AT 60JIb M NPHIYXJOCTh B CycTaBe, OrpaHMYeHHEe €ro IOA-
BHIKHOCTH, OOBIYHO MOBBIIIAETCA TeMIepaTypa TeJjia.

Ilo Mepe mporpeccHpoBaHHMs Ipolecca NMPOMCXOJHUT MHK-
pPOBOpPCHHYATOE paspacTaHUe CHHOBHAJIBHOMH 000JIOUKH B BUJe
naEHyca (CKOIUIEHMs TpaHyJsinuoHHONH Tkauu). OH pacmpo-
cTpaHseTcsi Ha CYCTABHYIO IIOBEDXHOCTh M TIPOHMKAaeT B
Xpsll, BbI3bIBAs B HeM AMCTpodHUUYeCKHe M JeCTPYKTHUBHBbIE
M3MEeHeHUs, 4YTO PEeHTTeHOJOIMYeCKH MOXKeT MPOABIATHCSH
AYEMCTOCTHI0 M IepPUaPTHKYJIAPHBIM ocTeomnoposoM. Iloaxe
pasBuBalTcsa (Hubpos Kameysibl ¥ (GuOpPosHble cIaiiKu B cyc-
TaBe. ONUQU3LI KOCTeil 3POZUPYIOTCA M paspyllalTcA. OTOT
npouecc OOBIYHO MpOrpeccHMpyeT, M JasibHeiilllee pa3BUTHE
¢unbposa BemeT K M3MEHEHMIO KOH(QHIrypanuu cycrasa, orpa-
HHUYEHHIO ero MOABMXKHOCTH M K aHKHJIO3Y.
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V 50-70% 6onpubix IOPA BhIABNAeTCA numpadenona-
mus, 4TO CBU/ETeJbCTBYeT O BOBJIeUeHHH B IPOIeCC MMMYH-
HOW CHCTEeMBI.

IlatorsomonuuHeiM i IOPA cunrtaeTca Hanuuue pee-
mamoudnvix y3enxo6. OHU OOBIYHO JIOKATM3YIOTCHA MO XOAY
cyxoxunuii, 6ypc B 061aCcTH JIOKTEBbIX, KOJEHHBIX M TOJIEHO-
CTONHBIX CYCTABOB. Y3eJKH, KaK INpABUJIO, IJIOTHBIE, IOA-
BUIKHBIe, GoJle3HeHHble NpH majgbnanuu. IIo Mepe cTUXaHUA
0OCTpOTro mporecca OHU MCUYe3aloT.

BoBneueHye B Mpolecc 6HYMPEHHUX OP2AH06 Y GONBHBIX
IOPA Bcerga rOBOPDHUT O TSI’)KEeJOM MMMYHHOM BOCHAJICHHH,
T. . 0 reHepaJM30BAHHBIX NMPOABJIEHNAX PEBMATOUAHOTO CHC-
TEeMHOTO BACKYJHTA, KOTOPhIl CONPOBOXKJAETCA BBICOKOH
KJIMHMKO-MMMYHOJIOTHYECKONH aKTHBHOCThIO. Jame mopaa-
erca cepdeuno-cocyducmas cucmema. MoxeT PasBUTBCA
KJMHUYecKasd KapTHHA MHOKAPAHMTA, OOBIYHO ¢ TOPHHIHBIM
TeueHHeM, peJKO MPHUBOASALIMM K Pa3BHTHIO CepAedHOU He-
JOCTATOYHOCTH. B mpomecc MOTyT BOBJIEKAThCA 3HAOKApA H
mepuKapj, uTo Tpebyer mpoBefeHHsA AuddepeHIHATbHON AH-
arnoctnku JOPA ¢ BoaMokHBEIM coueranneM ero ¢ OPJL. Jlez-
Kue BOBJIeKaloTcsl B mponecc peiko. OGBIYHO 3TO MPOSABJSET-
¢Sl MHeBMOHHUTOM M (MJIH) MAJOCHMITOMHBIM IJIEBDHTOM, 4YTO
B TocJefylolleM XapakTepudyeTcs o6pasoBaHHeM IIJIeBPaJib-
HBIX CIaeK.

I'enamocnnenomezanus o4eHb YaCTO CONPOBOXKAAET BHC-
HepanbHble M CYCTABHO-BHCIePAJIbHAIe BapHAaHTHI TedeHH:A
IOPA. Cnaenomezanus oObIYHO Yalle BhISBIASeTCA B IepBhIe
roabl GOJIe3HH M KOppeJHpyeT €O CTelleHbI0 obmell aKTHB-
HoCcTH mpolecca. B ciyuae Gosnee AIHMTeNBHO COXPaHAKOMEH-
cs creHomeranun (6onee 1,5-2 ner mocsie Havana Gole3HH)
3TO clleyeT pACIEHMBATh KAK IPHBHAK AMMJIOMAHOH HH-
dunpTpanuu.

I'enamomezanua Bcerja paccMaTpHBaeTcsi Kak OXHH H3
[epBEIX TPUIHAKOB CHCTEMHOCTH IIOPAXKEHHS y JeTed ¢
IOPA. IleueHb yMeHbIIaeTcs NapajljieJIbHO CHHXXEHHIO aK-
TuBHOCTH mporecca. Croiikas remaToMerajus IpH OTCYTCT-
BHM JPYTMX NPU3HAKOB CHCTEMHOCTH TpebyeT HCKJIOYeHHSA
BEPOATHOCTH BJIMSIHMS TePallMH, a B HEKOTOPHIX CIyYadAX H
nepecMoOTpa OCHOBHOT'O Mar#€o3a.
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OpauM u3 Hambosee HeGIArONpPUATHBIX y AeTell ciegyer
cuuTaTh BapuaHT TedeHuss IOPA c BoBjeueHHMeM B IIpolecc
nower, Tak Kaxk B NOYKe pasBuBaerTcs Auddy3HBIH rioMmepy-
noHeppUT (BacKysauT). ITO IO Mepe IPOTPecCHPOBAHHUA TIPH-
BOAUT K aMHJIOM03Y MOYeK, NMPOTeKalolleMy ¢ YIIOPHO# mpo-
TeMHYpHe#, U 3aKaHUYMBAETCA XPOHMUYECKOH IOoYeuHOH Hemoc-
TaroyHocThio. OfgHAKO Heobxoaumo auddepeHIUPOBATH HC-
THHHBIH BACKYJHUT B COCYZaX IIOUeK U IePCUCTHUDPYIOUIYIO Te-
MaTypHIO M TNPOTEMHYPUIO Ha (pOHe HPOBOAMMON TepamuH,
MOCKOJIBKY MHOTHe IpenapaTsl U3 IPYNNbl «GasuCcHBIX» 0bia-
al0T He(POTOKCHYHOCTHI0. OTO OOLbULUHCMEBO Hecmepouod-
HbLX NPOMUE0BOCNALUMENbHLX NPENAPAmos, mMemompexcam,
coau 3onoma, nenuyuaramun. B page curyanmit mpu 1mpo-
rpecCMpoOBaHMH Ipomecca U Pa3BUTHH I'eHEePaJM30BaHHOTO OC-
Teoropo3sa ¢ GeICTPOi moTepeil MHUHEpPaJbHOH MJIOTHOCTH KOC-
Tell MJeT NMOBBLINIEHHOe BBIBeJeHHe coJiell KaJbLHUfA ¢ MOYOIA,
9TO TaK)Ke COIpPOBOXKJAaeTcs JHOO M30JIMPOBAHHOW reMaTypH-
eif, mubo ee coueTaHweM ¢ APYrMMH NPH3HAKAMH MOYEBOTO
CHH/IpOMA.

TsKesIbIM U He COBCEM SICHBIM IIO CBOei IPUPOJe CYHTAeT-
cA BapMAaHT C BOBJIeUeHHeM B Ipollecc opzanoé 3penus. Tu-
nuuHelM npusHakoM IOPA y gereit siBisiercd XpPOHUUYECKHI
YBeHUT, XapaKTepHBIH TOJBKO JJIA JeBouyeK, 3a60JIeBIINX dallle
B paHHEM MJIM JOIIKOJBHOM Bo3pacTe. ¥ HMX HEPEIKO BBISIB-
nserca mojoxuTenbHbli AH®. B psage ciayuaeB Bocmasu-
TeJbHBIH IpollecC MOXeT PaCHpOCTPaHATbCS Ha PagyXKy U
HA DeCHHYHOe TeJo, IPUBOAA K DPASBHTHIO HMPUIOLUKIHTA.
Hauwano npomecca, kak mnpaBujo, GecCHMOTOMHOe, M JIHIIb
OT/le/IbHBbIE JIeTH MOTYT >KaJIoBaThCs Ha JIerKylo 6ojb B riasy,
rUnepeMMio, MOBBIMIEHHYIO CBETOUYBCTBHUTEJIBHOCTh M Hapy-
meHue 3peHud. Hepeiko yBeHT Mo)KeT Ha HECKOJBKO JIET
npefmecrBoBaThk aprputry. Yame (y 60-70% nmereit) Habiaio-
Jnaercs ABYCTOPOHHMIT yBeuT. Ero mporpeccupoBaHMe MOMXeT
NPUBECTH K CIMIAHUIO PAXY>KKH C XPYCTAJIHKOM M K IOJHOMN
yTpare 8peHHS.

V¥ pereit ¢ IOPA BO3MOXXHO pasBUTHe M TaK HA3bIBAEMBIX
no3AHUX odranbmMonaTHii, K KOTOPBIM OTHOCATCH JIEHTOBUJ-
Hasl KepaTonaTus, BTOPUYHAA KaTapaKTa M IjayKkoMma.
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Buepsbie B 1951 r. I. Sokoloff mpu wuccrenosarmm 6Guo-
ITATA KOYKHO-MBIIIEYHOrO JIOCKYTa y GONBbHBIX peBMaTOMA-
HbIM APTPUTOM BBISIBUJI M3MEeHEHMA B CTeHKe MEJKHX apre-
puii ¢ IpUSHAKAMHM BocmajuTenbHOro mpomecca. C aroro Bpe-
MeHH ¥ HauaJoch M3ydeHHe KJIMHHKO-TUCTOJIOTMYECKUX TH-
OB PeBMATOMJHOTO BACKYJIUTA. YCJIOBHO MX IONPA3/eAIT
na tpu BapuanTa (E. JI. Haconos u xp., 1991).

®m JluruTanbHBIA apTepHAT ¢ nposudepanyueil HHTHMEI CO-
cynoB m TpoMGo3oM. ¥V GOJBHBIX C 3THM THIIOM BacKyJIHTA
HabJiolaeTcsA Mopaj)keHHe HOTTeBbIX (ajaHr.

m BocnasieHue BeHyJ, MeJIKAX ApTepUil, apTepPHOJ M Ka-
NUJIAPOB KOXH ¢ (GUOPHHOMIHBIM HEKPO3OM M HHQHILTPA-
1Meil MX CTEHKH MOHOHYKJeAPHBIMH KJIETKAMH, JIeHKOIHTO-
KJasueil M 9KCTpaBasanuil spHTponMTOB. [[Ns1 HEro xapakTep-
HbI KOKHBIe NPOsABJIEHHA — A3Bbl M NaJbIUpyeMas mypuypa.

m HekpoTusupylomuii apTepuuT ¢ BOBJIeYeHHEM aprepHit
MeJIKOTO M CpeJiHero Kanubpa, OPHBOAAIIMH K MOPAYKEHHIO
BHCIIePAJILHBIX OPraHOB M INepudepuyecKHX HEPBOB, JacTo He
OTJIMYMUMBII OT KJIACCHUECKOTO Y3eJKOBOrO MOJTHAPTePUHTA.

OCHOBY Pa3BUTHMS PeBMATOHMIHOTO BACKYJIMTA COCTABJSAIOT
KOMIJIeMeHTOHKCHPYIOIIHe HMMYHHBIE KOMIIJIEKCHI, IIpex-
crasnenable IgM- mam IgG-peBMATOMAHBIMEH (aKTOpPaMH
(P. A. Bacon et al., 1996), a Tak)ke BEICOKHM YPOBHEM aHTH-
HelTPODUIBHBIX U AHTHOHJOTENHAJILHBIX KJIETOYHBIX AHTH-
ren (J. Adler et al., 1994 u np.). Knuandeckne OpH3HAKH
CHCTEMHOrO PeBMATOHJHOTO BACKYJHATA OTHOCATCHA K HHCIY
OCTATOYHO PEeJKHX BHECYCTABHBIX NPOABIEHHN GONe3HH.
IopaskeHne apTepHil MeJIKOro u CpefHero kannbpa, He OTJIH-
yuMoOe OT TAKOBOrO IMPH Y3eJKOBOM IOJIHAPTEPUHUTE (V1I),
BeTpevaercs He Oosee yeM y 1% GosipHBIX IOPA. Mexnay
FOPA u VII yclIOBHO MOYKHO IpOBecTH Au(@depeHIHaNbHYI0
JMATHOCTHKY: oGIIeBoCTIaNuTeIbHbIE NPOABIeHHs (IHXopas-
Ka, noxyjaeHue) Gojiee XapaKTepHBI AJsA VII, a BOBJIeUEHHE
KOYHM M KOCTHO-MBbIILIEUHON CHCTeMBI — JUJISA JOPA. Tsxenoe
nopajkeHue cocy/ioB Habioaercs y GonbbIX VII.

Bee peimeonycannble npusHaku IOPA y GonbHBIX Aeteif
MOTYT B TOil MJM HHON CTENeHH COYeTaThCs MEXAY coboit, a
HeKOTOpble U3 HUX OTCYTCTBOBATh HA MPOTAXEHWH BCEro Ime-
puozna GosesHu. JluTepaTypHble NaHHBIE (A. . Curugue "
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np., 1994) u Ham coGCcTBeHHBIH ONBIT NOSBOJUJIU BBIACTUTH
HeCKOJIbKO HauboJiee XapaKTePHbIX KJIMHUYECKHX GopM
JOPA. BajXHO OTMeTUTh, YTO GOJBIINHCTBO U3 HUX B TedeHHUe
paurenpHoro HabmogeHusa (7—10 jer) B OCHOBHOM He H3Me-
HUJIO CBOel MepBOHAYATbHON KIMHUYECKOH GopMBbI.

Cucmemnan ¢opma IOPA, nabmonmaemas y fAereit 2—
6-7eTHEro Bo3pacTa, HeCKOJBKO dallle BCTpeyaeTcsl ¥ AeBOYeK.
Mopdosorauecku OHa IpeACTaBiaseT coboi CHCTEeMHBIH Bac-
KYJIUT, HEePeJKO ¢ IIOJMCEPO3UTOM U BBIPaXKeHHBIMHU OPraH-
HBIMH TopaskeHuAMH (cybeerncuc Bucciepa—®aHKOHN).

KiuEuYecKue MpOsIBIeHHs 9TOH (POPMBI: JUXOpajgKa HH-
TepMUTTHUDPYIOLIEro Xapakrepa, OObLIYHO € MaKCHMAaJIbHBIMU
moJ’beMaMy TeMIIepaTyphl Tesla B paHHMe yTPeHHHe UJIH IOA-
yTpeHHHMe dYachkl, PeBMATOM[HAA Cbillb, KOPpeJHpyloIlas Moo
SIPKOCTH M PACIPOCTPAHEHHOCTH C TeMIepaTypoi Teja, TuIle-
pecTe3uM KOJKH, pACIpPOCTPaHeHHas JuMQajeHONaTHs, TH-
nepcrieHOMerains, MHOTAA BBINOT B IePUKapie W B IJIeB-
PAJILHBIX MOJIOCTSX, NPUCTYHOoOGpasHele GoJM B XKHBOTE. He-
peAKo B Hauasie GOJIe3HH HECKOJIbKO HeJeslb (unu gHeil) gereit
6ecIoOKOAT APTPAJTUM JIeTy4ero Xxapakrepa, 3areM (MHOro
No3Ke) pPa3BMUBAIOTCS CTAOMJIbHBIE CUHOBUTBHI OJHOTO MJIM He-
CKOJIbKAX CYyCTaBOB. BO3MOXKeH OQMH BIU30J KJIMHHYCCKOMH
marudecranuu 370l GopMbI Gea cycTaBHOro CHHAPOMA, KOTO-
PhIli MMeeT ToJHOe o6paTHMoOe TedeHHWe NPHU aJieKBATHOM Te-
panuu, ¥ peGeHOK BBI3JIOPABJIXBAET.

Cy6eencuc Bucciepa—®PaHKOHM, NPOTEKAIOWIUI € YeThIPb-
MS OCHOBHBIMM KJIMHHYECKMMH IIDH3HAKAMH: JIMXOpajakKa,
chInb, JNUMbageHoONaTHsA, TeHaTOJHEeHATbHBbIH CHHAPOM, BBI-
LeNSI0T KAaK caMocTrosTesbHOoe 3aboseBanme. B ciaydae mpu-
coelMHEeHNs K ITUM NpHU3HaKaM (cpasdy HJM I[PH IOCJIeaYIo-
IMX pemuIMBAX) CYCTABHOIO CHHApOMa (apTpuTa) jAaHHAs
dopma pacuenusaercsi kak IOPA, anneprocentHueckuil Ba-
PHAHT, KOTOPHIH, KaK IPABUJIO, HMeeT OBICTPONPOrpecCH-
pylollee TedyeHHe C BOBJeYeHHWeM B INpolecc NPaKTHYECKU
BCeX cycTaBoB. B sureparype Takoii BapumaHT TeueHus IOPA
HepelKo Ha3hIBalOT GosesHblo CTHIIa B 4ecTh aBTOpa, BIep-
Bhle omucasiiero ero B 1897 r. ¥V pgereil ¢ 3TUM BapHaAHTOM
Teuenus IOPA 6rnictpo (uepe3 2—4 rosma) pasBuBaercs aHKH-
JI03MpPOBAHME cycTaBoB. [[MArHO3 B 9TUX CJIy4asAX CTABUTCHA IO
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KJMHUYECKUM MposBieHusaM GosesHu. Cpean saGopaTOpHBIX
nokasaTesieif MATOHOMOHMUYHBIMH CJIELYeT CIYUTATH JIeHKOIHU-
T03 ¢ HeHTPOHUIBLHBIM CABUIOM, pe3ko moBbimeHHyi CO3
(50 mm/u u 6osee), anemuio, nuMdonuTonernio. C KInEATe-
cKkoit U MopdoJIOrHYecKoll KapTHHAMH BACKYJMTA KOPpeJH-
pyeT TaKoil MMMYHOJIOTHYeCKHH IapaMeTp, KakK YpPOBEeHb
IIUK. ¥V 88% 60abHBIX 3HAYUTEIBHO YBeJIHYEHO KOJIHYECTBO
IIUK u pesko CHUX>KeH ypOBeHb KOMIJeMeHTa. Yamle BcTpe-
vaworea [[UK tuna IgG-antu- IgG, HO MOryT BHIABIATBCA H
IIUK, B cocTaBe KOTOPHIX OOHAPYKUBAIOTCA KPHONpPENHIH-
Tupylomue aHTHTesa kiaaccoB I1gG, IgM wm amtu-JTHK-
anTurena. [JUK umMeroT cmocobHOCTH OTKJIAABIBATECA B COCY-
IMCTOH CTeHKe, BHI3bIBAsg TaM HMMYHHOe BOCHajleHHe, 4YTO
NPUBOAMT K HAPYIIEHWIO NPHCTEHOYHO-TPOMGONHUTAPDHOrO H
reMOKOATryYJISAIMOHHOTO 3BeHbEB reMocTasa. 9TO BeleT K cepb-
e3HBIM HAPYIIEHUAM MUKDPOLHMPKYJIANHUH, YrpoKas DA3BHTH-
em J[BC-cunapoMa, 4TO 3HAYHTENBHO YTsKessdeT TedeHHe Go-
JIe3HM W 3aTPyJAHSeT JiedeHHWe TAKUX IAINMEHTOB. BrigendioT
TakKe pAJ MpeMMyIlecTBeHHo cycraBHBIX ¢opm IOPA. Ocra-
HOBMMCS Ha HauboJiee 4aCTO BCTPeYAIOIMXCH M3 HHUX.

Ionuapmpum y demeii dowkonsvrozo 6o3pacma Habiio-
JaeTcs MpeMMYyIlecTBeHHO y AeBouek (2/3 GompHbIX). Xapak-
TepHO MHOYKeCTBEHHOe BOBJIeYeHHMe B mpolecc Nepudepude-
CKHX CYCTABOB, 4ACTO NPHCOeJWHSeTCHA IIeiHBIH OTAen mo-
3BOHOYHMKA. 3abojieBaHWe MMeeT TOPHNHAHOe, MeJJIeHHONpor-
peccupyioiiee TedeHHe. CHCTeMHOCEs BhIpa)kaeTcsi B OTCTa-
BAHMM pOCTA, MPOrPECCHPYIONIEM MOXYJAeHHH, YMEepPeHHOM
yBeJIMUeHHHU MedeHH, THMGOY3JIoB, HAPACTAHUN AHEMH3IAUHH,
cy6debpunnTere, NPOSBIEHHAX TIeHePAJM3OBAHHOIO OCTEO-
noposa. TOT BapHaHT OTJHYaeTcH CTAGUIBHON cepOHeraTHB-
HOCTBIO.

Monoonuzoapmpum y demei mnaduezo éo3pacma co-
yeTaeTcs ¢ MOpakeHUWeM TIJiad MO THIY YBeUTa MJIM Keparoma-
THH. BoJIeIOT HCKJIIOYHTENBHO IeBOYKH.

ApTpuT 06BIYHO MMeeT BsiJoe TedeHHe M NOGPOKavecTBEH-
HbIl nporHo3. Ero akTHBHOCTH KOppeJHpyeT ¢ MMMYHOJIOTH-
YeCKMMHM caBuraMu. YacTo pacXoAATCA CPOKH MOSIBJIEHHS IO-
pa’keHHUs CO CTOPOHbI IJad W apTpurTa (MHOrJa BTOPON CHH-
IpoM pasBuBaercs ueped roisl). Jloaroe Bpems y GoiabHOro
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ecTh 160 U30JTMPOBAHHEIN YBEUT, JUGO TOJBKO OJUTOaPTPHUT.
Ilna aroit ¢opmel IOPA xapaKkTepHBl BblfBJIeHHe AaHTHUTe-
Ha ructocoBmectumocty HLA-DR5, Beicokas wacToTa obHa-
pY’KeHUs AHTHHYKJEeapHBIX AHTHUTEJ] M 3HAUYMTENbHBIH ypo-
Bess IIUK.

Honuapmpum y deeowex cmapue 10 nem 6GvicTpo mpo-
rpeccHpyeT ¥ pPaHO NPHBOAUT K MHBAJUJHOCTU. ACCOLUHUPY-
ercsl ¢ aETUreHOM rucrocoBMectumoctn HLA-DR4. Oror Ba-
puanT IOPA Do mpusHAaKaM CyCTABHOTO NMOPa)keHHs M OCO-
GeHHOCTSAAM TeueHHs paccMaTpuBaeTCid KaK NeTCKMHl aHajor
PeBMATOMJHOTO apTPUTA y B3POCJbIX. Y 3THUX IAIIMEHTOB pa-
HO BBISIBJIAETCH IOJIOKUTENbHBIN «KjlaccuuecKuil» PP (koM-
miekc IgM-P®).

Ilns monoonuzoapmpuma npeuMyu,ecinéenno Yy Malb-
YUK06 XapaKTepPHO Mopa)keHHe KPYIHBIX CYyCTaBOB U B psAje
clydaeB B coueTaHMH ¢ cakpomsuenToM. O6bI9HO GoseroT AeTu
B Bospacre crapme 10 ser. [Janubii BapuanT IOPA accomuu-
pyercsi ¢ aHTMreHoMm rucrocosmecrumoctn HLA-B27, moaro-
My ero paccMaTpPHUBAIOT KAK «BePOSATHBIN Ae6GI0T» aHKHUJIO3HU-
PYIOLIEro CIOHAMJIOAPTPUTA, HAOGII0LaeMOro y B3POCJBIX.
Yame y AeTeil Takoi TpaHcGOpMALMH He NMPOMCXOXHUT, U Te-
yeHue 060JIe3HNM NPUHUMAET BIIOJIHe OJIArONPUATHBIN Xapak-
Tep. BeposiTHO, 3TO CBA3AHO C TeTEPOreHHOCTHIO AHTHIeHa
rucrocomectumocty HLA-B27, B KoTopoM MIeHTH(DUIHPO-
BaHO 9 dpaKkmuii.

Hapsagy ¢ onvcaHHBIMH Bbille Haubosee THIMYHBIMH
dopmamu IOPA, Berpeuarmomumucs npumepso y 80% Beex
60JIBHBIX, CYILIECTBYIOT U MeHee BbIpa)KeHHble BADHAHTHI.

Briziesnisiercsi focTaTodyHo GoJsiblias Tpynma fAeTedl PasHBIX
BO3PACTOB TOJILKO C MOKHOOAuzoapmpumom (6e3 acconuanuu
¢ HLA-B27). Teuenue ero, Kak npaBujio, BIOJHe Giarompu-
ATHOe, 4yepe3 3—5 JieT y NOJIOBUHBI Aereil Habmogaercs aubo
BBIB/IOPOBJIEHNE, JUGO OTMeYaloTCs OYeHb peJKHe peluJuBbI
6e3 SIBHOTO NpOrpecCMpPOBaHMSA Ipolecca, 4YTO CIYCTS TOMbI
TpebyeT peBM3MH AMATHO3A.

HeKoTOpbIMH peBMATOJIONaMU BbIJlesisieTcss cBoeoOpa3HbIH
BAPHAHT noauapmpuma y cmapuwux Oemei (uauie AeBou-
KH), NPOTEKAIIUil co cTabuiabHO oTpuuaTenbHsIM PP (cepo-
HeraTHBHBI). OTOT BapuaHT MMeeT Gosiee GiaronpusATHBIE Te-
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yeHHe M MCXOJ[, YeM CepONO3UTHBHBIA APTPUT y MAeTed TOro
’Ke Bo3pacra.

TlofBOAA MUTOT BHIIIEU3JI0XKEHHOMY, HEOOXOIMMO MOAYePK-
HyTh, UTO, MOCKOJBKY y JieTell HepeJKO BCTpedaioTcs (opMsI
3abosieBaHUA Ge3 ABHOrO apTpUTa, B IOCJefHee BpeMs JHCKY-
THpYeTCs BONPOC O BO3MOXXHOCTH BBe/leHUS TepMHHA «peBMa-
rToupHas GonesHb». Brigenennsie BHyTpH IOPA (miu peBma-
ToMAHON GoJIe3HM) pPa3Hble BADHAHTHI TeYeHUS MMEIOT 3HAYH-
TeJbHYI0 KJIMHUKO-UMMYHOJIOTHUECKYIO IeTepOreHHOCTh, MHO-
3TOMY BCe OHM BIIOJIHE MOTJIM OBl paccMaTpUBATHCA KaK caMo-
crosiTeJbHBIE 3a001eBAHUA.

KJIACCHO®HUKAIIA S

IlaToreHeTM4ecKas TeTePOTeHHOCTh, KJIMHUYECKHH IOJIH-
mopdusm IOPA, a Takke pas/MuHbIe XapaKTep TedeHHA H
Hcxox 6GOJIe3HH NOCTYXKHJIM NPUYMHON paspaboTKH HOBOH
knaccuuxanuu. Ilepsblif ee BapHaHT OblI NpPeAsOXKeH B
1972 r. E. I. Brewer, 1. C. Bassu, I. T. Cassidy. IlpuBogum
ero B gopaborannom Buze (B. A. Haconosa, 1997), B KoropoM
BBIZEJSIOTCA OCHOBHBle BapMaHTHI (hopMmbl) GojesHH H HX
cyOTHIBI:

M cHCTEeMHBIH BapUaHT;
B NOJMAPTHKYJIAPHBIH BADHAHT:

w cybTun ¢ HamuuueM P®;

w cy6Tun ¢ orecyTcTBHEM PD; o
W OJIMrOapTUKYJIAPHBINA BapHaHT:

® cyOTHI, BCTPEYAIOIIMHCA NPeMMYLIeCTBEHHO y AeBO-
ek B paHHeM Boapacte, ¢ Hammuumem AH®, ¢ orcyrcrBheM
P®, HLA-B27 u BBICOKMM DHCKOM pa3BHTHS B KaTaMHe3e
nopa)keHus rias;

m cyOTun, HabGmofalomuiics dalle y MaJbuHKOB, C Ha-
yasom 3abosieBaHUS B CpejHEM H cTaplueM Bo3pacTe, ¢ Ipe-
HMYIeCTBEHHbIM [OPA’KeHHeM CyCTaBOB HHJKHHX KOHEYHO-
creit, nannunem HLA-B27 u orcyrcreuem P® u AH®;

w cy6THI, BCTpeYalOINMiicA cpeAu BceX BO3PACTHBIX
rpynm, ¢ orcyrersuem P®, AH® u HLA-B2T.

Ilo TeyeHHIO BLIJENAIOT MejJIeHHO- M OblcTpomporpeccH-
pyiougue BapuanTsl IOPA.
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M pusnaxu npozpeccuposanus IOPA:

W BOBJIeueHHMe B Ipolecc HOBbiX CYCTaBOB;

M mepexol Ha HOBYIO DEHTI€HOJIOTMUECKYH CTajHI0 apT-
pura (I — pacmiMpeHHe CyCTaBHOW INesH, NepBble NPH3HAKH
NMepHapTUKYJAPHOTO ocreomoposa, II — mosBieHHe AYEHCTO-
CTM, y3ypamuyu BHYTPUCYCTABHBIX CTPyKTyp, III — 3Haum-
TeJIbHOE Cy’KeHHe cycTaBHOW miesnu, IV — aHKHIO3MpOBaHHe
cycTasa);

N [porpeccupyloime ¢pyHKOHMOHATBHBIE HapYyIIeHUA
OIOPHO-/IBUTaTeJILHOTO anmnapara.

Bovicmponpozpeccupyiouee TeueHHe XapaKTepuayeTcs
HaJM4YMeM BBIIIEHU3JIO’KEHHOI JUHAMMKH Npolecca Ha MepBOM
roxy 3abosneBanusi. Ecin aTH IPU3HAKHM MMEIOTCA B IEPHOJ OT
1,5 mo 3 ner ¢ mMoMeHTa 3abojieBaHHsA, TeueHHe HA3bIBAIOT
mednennonpozpeccupyrowum. W eciu Ha NPOTSKeHUH 3
et y 60JbHOrO HET NPU3HAKOB IPOrpPecCHPOBAHMS apTpUTa,
TeueHNe CUYUTAIOT MAJONPOZPECCUDYIOULUM.

Kpumepuu azpeccusnozo mevwenus IOPA: nauano B
paHHeM BO3pacTe, CHCTeMHble BApMAaHTHI Aebi0Ta, CepoIo3u-
TUBHBIN BapuaHT TeueHHs, croiiko Beicokue COI u CPB, BbI-
cokue nokasarenu IgG.

JHATHOCTHEKA

Iuarnoctuueckue kpurepuu IOPA:

KAUHRUYECKUEe NPUSHAKL!

B apTPUT OZHOTO cycTaBa IIPOJOJKHMTENbHOCTbIO Gosee
3 MecsIEeB;

B apTPUT BTOPOrO CycTaBa, BO3HMKAIOIIMI depes 2-3 me-
cAlA U Mo3xe;

M cHUMMeTPUYHOE IOpaYKeHHe MeJIKMX CYCTABOB;

M KOHTPAKTypa, MblleYHass arpodus, YTPeHHssS CKOBAH-
HOCTb;

M peBMaTOM/HOE MOpaX<eHHe IJas;

M peBMATOMJHbIE Y3eJKH;

M OposiBJIeHUs PEeBMATOMAHOTO BACKYJIHMTa (CepPO3MTHI,
KapJAUT, IHeBMOHUT, HePPHUT ¥ AP.);

penmzenonozuiecKue nNPUIHAKWL:

W 0CTeonopos;



M MeJKOKHCTO3HAS TIlepecTpPOiKa KOCTHOH CTPYKTYPhI
anudusa;

W cy)KeHHe CYCTaBHOMH Iesu;

M KOCTHbIE 3PO3NH;

W aHKMHJIO3 CYCTaBOB;

B nopa)keHHe IIEHHOro OTJesla MO3BOHOYHHMKA C yIIeMJe-
HHMeM MJIK [OJBBIBUXOM aTJIAHTA;

nabopamopnbie NPUSHAKW:

N noJIoXKUTeNbHBI PD;

® Hanuuue Gosee 5% pOroLUTOB B CHHOBUAJBHON JKUIKO-
CTH;

M [OJIOKNTeNbHble JaHHBIe GHOICHU CHHOBHAJIBHOH 060-
noukn (P®, cnenuduueckne IIUK, KpuoraobyauHe U Ap.);

UMMYHOZEHeMULeCKUEe NPUHAKL:

®m npusHaku pasbajaHcupoBaHHOCTH Koomepamuu T- u
B-kyerok;

W ofujasg MMMYHOCYIpecCOpHas HANpPaBJIeHHOCTh MMMYH-
HBIX peakIuii;

B BLISIBJeHUEe TralJOTHUIIOB CHCTEMBbl T’MCTOCOBMECTHMOCTH:
HLA-DR1; DR2; DR4; DR5; B27; B35; B12 u ap.;

Hanuvue obwux GeHomunos npedpacnonoziernocmu K
IOPA no cucmeme HLA y 6auskux podcmeéeHHuKo8 60nb-
Hozo.

JTUDOOEPEHITHAJBHASA JTHATHOCTHKA

B nepsyio ouepens IOPA cnenyer auddgepeHIHPOBATH C
3a60JIeBAHMAMM PEBMATOJIOTHYECKOro Npoduis, B KJIHHHYe-
CKOIf KAPTHHe KOTOPBIX MPHCYTCTBYeT cycTaBHOl curxapoM. K
nocnexaum orHocaress CKB, OPJI, mepMaTOMHO3HT, CKJepo-
nepmus. IOPA Heobxomumo anddepeHIHPOBATE TaKXKe C
GospmIoil rpynmnoil 3aboneBaHHH, o0'be[HHEHHBIX IIOJ HA3BA-
HHEeM «peaKTHBHble apTPUTHI», ¢ MOCTHH(EKIHOHHBIMH apT-
putaMu  (MOCTCTPENTOKOKKOBBIH, MOCTIHEBMOKOKKOBBIH M
1p.), ¢ Tpynmoii ocTeoXoHApomaTHi, ¢ MHPEKIHOHHBIM IO-
paskeHueM cycraBoB (TyGepkyies, Gpyunenes, JaiM-apTPHUT H
Ap.) M ¢ LeJbIM PAZOM HACJTeJCTBEHHBIX IeHeTHYeCKHX CHH-
JIPOMOB, B MpPOSBJEHHAX KOTOPBIX NPHUCYTCTBYET NOpakeHHe
OTOPHO-/(BUrATEJILHOTO anmapara.
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CucremMHaa KpacHas BOJIYaHKA

Ecau CKB mporekaeT ¢ ApKoil KJIMHHYECKOH KapTHHOMN
CyCTABHOrO CHHJPOMAa M OTCYTCTBHEM KOXKHBIX IPOABICHU,
TO 3TO BBHIBBIBAGT 3HAUMTeNbHble AuddepeHIHaTIbHO-IHATHO-
cTHYeCKHe TPYAHOCTH. B Takolf CUTyallMu IIOMOTraeT MOsBJIe-
HUe Ha PaHHMX dTanax 60j1e3HH MPU3HAKOB IOPaYKeHU S ITHC
¥ mouek, yto He TunuuHo aas IOPA, a rakxe HeJPO3NUBHBII
xapakTep aprpura. IloaTBep:kaaioT nuddepeHIUANBHBIH -
ArHO3 HAJMYMe JelKomeHWH, TPOMOOIMTONEHUH, aHTHTEN K
IOHK u LE-KJeTok B KPOBH, UTO OTHOCHTCA K JMarHOCTHYe-
ckuMm kpurepusim CKB (cm. ri.3).

OcTpas peBMaTHYeCKasa
muxopanxa (OPJI)

OPJI B mocnegHue roJbl M3MeHHJIa CBOe TeYeHUe U He-
PelKO MepBBIM ee IPUBHAKOM SIBJISATCSA apTPHUT, HO OH B OT-
nuume or JOPA uMeeT Hedpo3MBHBIM XapakTep M 6vicTpOE
obpaTuMoe TedeHHe. Ba)kKHO MOMHHUTb, YTO apTPUTY NPH
OPJI Bcerja mpejlIecTBYeT CTPENTOKOKKOBasA MHGpeKIHd, a
B aHaMHe3e eCTb YKA3aHUA HA HAJHYMe «ceMeifHOH arpera-
nuu» OPJI u, HakoHel, yxe Ha paHHMX craguax OPJI o6-
HApY’KHMBaeTCs MOPaXkKeHHe cepAna—MHOKapAUT U (UJa) 9H-
JMoKapAuT. ¥ 4acTH JieTeil MMeeT MeCTO peBMaTHYecKas XO-
pes. B KpoBm ompejesseTcsl BHICOKHMil ypOBEHb aHTHCTpeI-
ToKOKKOBBIX aHTHTen (ACJI, ACT u fp.), YTO He CBOHCTBEH-
mo IOPA.

Cucremusiii ckiaepos (CC)

Cucremuslit ckiiepod (CC) mpakTHyecKH Bceria NpoTeKaer
¢ BOBJIeYeHMeM B IIPOIleCC OMOPHO-JBHraTeJbHOTO amnmapara.
B nocranoBke Aud@depeHnHATBHOrO AMArHO3a MOMOTAOT Ha-
nuune xapakTepHbX Ans CC BasoCHacTHYECKMX HAPYLIeHMI
nmo Tuny cuHgpoma Pelino, 9a3odarurta, WHAYPATHBHO-
aTpodMuecKnX MPOSIBIeHHI KOXXHOTO CHHJAPOMA, TeHepaju3o-
BAHHOTO IPOTPecCHUpPYIOIIero CHCTEMHOTO 0OJHTepHPYIOLLero
snpaprepunta. Oxnako CC, kak n IOPA, 3abonesaHue BecbMa
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reTeporeHHOe 10 CBOMM KJIMHUYECKMM HOPOSABJIEHUAM, YTO IO-
3BOJINJIO BBIJIEIUTh HECKOJBKO CaMOCTOATENLHBIX ero ¢opm
(cM. 1. 5). Hekoropsle M3 HAX — IOBeHMJbHAs u overlap-
cuHApOM (TMepeKpecTHBIH CHHAPOM) TPeGylOT Ha HaYalbHBIX
aTamax pAasBUTHS NpoBefeHHA AuddepeHOHaNbHON AUATHO-
ctuku ¢ IOPA.

PeakTHBHBIE aPTPHTEI
(apTponaTHH)

PeakTuBHBIE apTPUTHI — 3TO 3abojeBaHUA CYCTaBOB, pas-
BHBalOI(Mecsd KaK peaklIus Ha KaKyo-Iu60 BHeCYyCTaBHYIO
nudeKknuio (MepCHHMO3, calbMOHe/Ie3 W Ap.), IpUYeM cam
NHGEKIMOHHBINA areHT U3 CHHOBHAJIBHOM JKMIKOCTH He BRICe-
paerca. OHAKO B CHTYAI[MAX, KOrja MH(EKIHMOHHEBIH BO3OY-
AuTenb (HAIpHMep XJAMHAMSA, IIKTeIa, CATbMOHeNIa U AP.)
obHapy»KMBaeTcsi B CHHOBUAJBLHON JKHAKOCTH, ApTPHT pac-
cMaTpuBaeTcs Kak MHGDEKIMOHHBIN (XJaMHAMHHLIH, calbMo-
HeJUIe3HBIH U Ip.).

B mocnegHue roasl 4eTKO HAMeTHJAch TeHAEHIUS OTHO-
CHTh B IPyNNYy PeaKTHBHBIX Te apTPHUTHI, KOTOPhIe PA3BHBa-
jorcst Ha (OHe KMIIEUHBIX ¥ MOYENOJIOBBIX MHGEKIHH H ac-
conuupoBansl ¢ HLA-B27.

B npoMCXOJeHWH DeaKTUBHBIX aPTPHTOB OCHOBHOE 3HA-
gyeHne mpujaerTca MH(EKIUN M HACJTEeJACTBeHHOH Mpexpacmo-
JI0’KeHHOCTH K 60JIe3HAM cycTaBoB. JlokasaHO, 4TO GONBIIMH-
¢TBO BO3ByIMTeNeil MOCTOHTEPOKOJMTHUECKHX (MepCHHHSA, IIH-
resula, KJIOCTPHIHS, calbMOHeJIa) H YPOreHHTANBHBIX (X1a-
MHANS, ypeaniasMa U Ap.) PeAKTHBHBIX apTPUTOB He obiaja-
eT BBICOKOiIl apTPUTOTeHHOCTbIO, HO B CHJY HX TPHITepPHOro
Bo3jeiicTBUA 0OOYCJIOBIMBAET IO CYL[eCTBY OJHOTHIHYIO Kap-
TMHY MMMYHHOrO BOCHaJleHHs B CHHOBHAJNbHOH 06o/0uKe
cycraBa. Ocobasi posib 37ieCh OTBOAUTCS AHTHIEHY HLA-B27.
Ha aroT cueT ecTh TakHe mpexnosokeHus: nu6o HLA-B27
sIBJsileTCA PelenTopoM AJIs MHKPOGOB, 4TO BeJeT K reHepan-
sanuM MHpeKnuH, Ju60 STOT AHTUIeH NPHHMMAET Hemocpea-
CcTBeHHOe ydyacTHe B MHHIMALMHK KJIETOYHBIX MMMYHHBIX pe-
aK[uii (CBA3BIBAET MENTHE MHKPOOHBIX KJIETOK H Ipe3eHTy-
eT MX murToToKcHueckuM T-nmumdonuram; AedeKT 9TOro Me-
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XaHM3Ma  BeJleT K HeaJeKBATHOCTM HMMMYHHOTO OTBeTa M K
mepcucTeHIMM MHKpoopranusma). OBbIYHO, OCTPO HAdaB-
IIKCh, PeAKTHBHBIE apTPUTHI MMeEIOT NoOpoKauecTBeHHOe Te-
YyeHHe ¥ B GOJIBIIMHCTBE CJIyYyaeB NPOMCXOJAUT X IHOJHOE 06-
paTHOe pa3BUTHe.

Ilo nuTepaTypHBIM JAaHHBIM, y Psijia MalMeHTOB IOCTHep-
CHHUO3HBIY APTPUT NPUHHUMAET PelUAUBHPYIOIIee MHOTOJeT-
Hee TeyeHWe M CIIYCTS TOAbI TpaHchOpPMHPYeTCS B Kjaccuue-
CKMil aHKHJIO3UpYIOmMUN crnoHAunoaprpur. Ilomaraior, 4YTO
HeJHATPAM CJIefiyeT YIMTHIBATh TAKYIO BEPOATHQCTH M MOAOH-
paTh CBOeBPeMEeHHYIO a/[eKBATHYIO TePaluio NpU peluAuBax
pPeakTHBHOTO apTpUTa y JeTei.

Cungpom Peiitepa

Cunznpom Peiitepa (6osesun PeiiTepa, MM YypeTPOOKYJO-
CHHOBHAJBHBI CHHAPOM) XapaKTepH3yeTCA KJACCHUECKOi
TPHAZOil CHMIITOMOB: YPETPHUT, KOHBIOHKTHBUT, AapPTPHT.
IIpomecc o6BIYHO BOBHMKAET B JIeTHEe-OCEHHUI IePHOJ Y JIHUIL,
HAXOAALIUXCH B HeGJArompusATHON  CAaHUTAPHO-dMHe-
MHoJIoru4yeckoil curyanuu. Cumraercs HenpaBOMEpPHBIM BbI-
leNATh «HemoJHbI cuHApoM Pelirepa», eciu oOTCyTCTBYeT
OIMH IpHU3HAK M3 KJAcCHYecKoil Tpuajgsl (YPeTPHUT HJIH
KOHBIOHKTHBUT). Haubosee dYacTbIMH BO3OYAMTENAMH CHH-
npoma PeiiTepa ABIAIOTCA XJIAMHIHH. DTO TPAMOTPHIIATENb-
Hble GaKTepHUH, IPUCIIOCOOIeHHbIe K BHYTPHUKJETOYHOMY Ia-
PasUTHPOBAHMIO M 06JIajaloIiue TPONM3MOM K CIH3UCTOMY
NUTeNUI0. 3HAUMTEJHHO dalle GOoJIeIOT IOHOIIM M MOJIOJbIe
My»KUMHBI. XJIaMUIHMiHAA MHQeKIHUs nepejaeTcs IOJIOBBIM
myTeM u BeTpedaeTcsi B 5—7 pas yallje TOHOKOKKOBOM.

Vperputr passuBaercs depes 7—20 nueit mocie WHPUUHUPO-
BaHMS, He GBIBAET TAKMM OCTPbIM, Kak OpH rosopee. Juay-
puuecKHe fBJIEHHs HepelKo OoTcyTcTByIOT. Ilodxe mpucoean-
HAeTcs INCceBAONoOJarpUUYecKas apTpoNmaTHsA: oTeK, Goiu B cyc-
TaBaX CTON C BOBJIeYEHHEM CYCTABOB OOJIBILIOrO MajbIla CTO-
nel. XapakTepHbl 6osiM B NATKaX (TeHAMHUT HOATOYHOrO CY-
XOXKHJIUSA, GypcHT B 06J1aCTH NMATOK).

KOHBIOHKTHBHT BO3HMKAET KaK B pe3yJbTaTe caMoi XJja-
MHUIHHHON MHGPEKIHH, TAK M B CBA3M ¢ MMMYHOIATOJIOTHYe-
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CKUMHM peakIHsIMH, XapaKTepHBIMU IJIA 9TOro 3aGoseBaHMA.
VY psja manMeHTOB MOYKeT PasBUThCH IOpakeHHe KOXKH (Ke-
paTofepMHsi TOJOIIB, JajoHeil), BHeIIHe HaIOMHHAalOlee
ncopuaTHyecKkoe, UYTO 3aTPYAHAET AMATHOCTHKY CHHAPOMA
Peiitepa. Boamo)kHO mosBieHHe GajaHWTa, GaJaHONOCTUTA,
naxoBoit iuMdageronaruu, nueaosedpura. Y 80-90% Gois-
HBIX obHapy:kuBaercsi HLA-B27, P® He onpepensercs. Cul-
apom Peiitepa CKIIOHEH K pelUAMBHPOBAHMUIO, UTO YKa3bIBaeT
Ha MepPCHCTUPOBaHNe WHPEKIHH.

B jumarHocTuke aroro 3abosieBaHHMA Ba)kHOe JHadYeHHe
npujaeTcsi aHAMHe3Y, KJIMHUYECKOH KapTHHe M BBIABJICHHIO
XJaMuAMHEBIX aHTUTen (1:32 M Bbille) B CHIBOPOTKE KPOBH
6oabHOTO (O. B. JIbiceHKo U Ap., 1995).

IlnarHosd cuHjgpoMa PeiiTepa cTaBUTCA IO KJacCHYeCKOH
(BbILIEYKA3aHHON) TpHAAe, & TaK)Ke NPH HAJHUYUM CJeAYIO-
UX PUBHAKOB:

1. XpoHuueckasi cBA3b MeXAYy MOYENOJIOBOM HJIH KHIIeY-
HOil MH}eKIWell U pa3BUTHEM CHUMITOMOB apTpuTa M (WJM)
KOHBIOHKTHBHTA, MOPAXKeHHH KOXKH M CIHM3UCTBIX.

2. Mounojoii Bo3pacT 3a60JIeBIINX.

3. OcTpblii HECUMMETPUYHBIH apPTPUT NpPeHMYIIecTBeHHO
CYCTABOB HHIKHHMX KOHEYHOCTEH ¢ NATOYHBIMH GypcHTAMH.

4. CUMOTOMBI BOCHAJIMTEJIBHOrO Ipolecca B MOYENO0JOBOM
TpakTe M obHapykeHue xiamuauit (y 90%) B cockobax amu-
TeJMsl MOYEHCIYCKATeNbHOrO KaHAJa MM KaHaja MIeHKH
MaTKH:

M [MATHO3 «OIpeJeJIeHHOrO» XJIAMHIMIHOTO AapTPHTa
MOKHO TOCTABUTH Yy OOJBLHBIX CepOHEraTMBHBIM apTPUTOM,
ecan ch. trachomatis obHapyxuBaercsi B ypPOreHHTaJIbHOM
TpaKTe NPH HMCKJIIOYeHUM APYTHX peBMAaTHUeCKHX 3aboJeBa-
HUI;

M (MarHO3 «BO3MOYKHOIO» XJAMHIMIHOro apTpuTa jomyc-
TUM y GOJILHBIX CEePOHEraTHBHBIM apTPHUTOM, €CJH B ChIBO-
poTKe KpOBH OOHAPY)KMBAIOTCA XJIAMHJAMHHBIE AaHTHTeNa
(B Tutpe 1:32 u Gosee) W MMeIOTCA NPU3HAKH BOCHAJHTEJNb-
HOro mpolecca B yporeHMTaJbHOM TpaKTe (Zake IpPH OTPHIla-
TeJIbHOM aHAJIM3e Ha HaJluune XJaMmuanii). IToxrsepixaeHueM

126



IuarHo3a- ABJAAeTCH INOJIOKUTeNbHAs MOJNMMepasHasd LeHHad
peaknus, CBUAETEIbCTBYIOLIAA O MePCUCTEHIHN OHK xnamu-
Uil B CHHOBUAJILHOMN *KHUIKOCTH NPH G0Je3HH PeiiTepa.

IlcopuaTHyecKuii apTPUT

IlcopuaTuyeckuit apTpuT (mcopuaTHyeckas aprponarus)
OUeHb YaCTO coueTaeTcsl ¢ KOXKHBIMHU NPOSIBJIEHUAMH IcopHa-
3a. 3aboseBaHne MOXKeT O6GHapyKuBaThcA B JI060M Bo3pacTe.
DTHOJIOTUA U IaToreHe3 ICOPUA3A OKOHYATEJbHO He BhIACHE-
Hbl. JlokasaH (akT HacJeJCTBeHHON MPeJpAacloJIOIKeHHOCTH K
pasHBLIM BApMAHTAM KJIMHMYECKHX MpPOSBJIEHMI IcopHasa.
VeraHoBJIeHa accolMMpOBaHHas CBA3b 3aboJieBaHUA C AHTH-
resamu rucrocosmectumoct HLA.

V nanMeHTOB ¢ KOXKHOM (opMoil Icopuasza mpeoGiafaroT
anturensl HLA-B13 u B17, a y 60JBHBIX ¢ KOXKHBIM CHHAPO-
MOM B COYETAHMHM C ICOpPHATHYECKOH apTpomaTHeil daile
BeTpevaloTCA TAIUIOTHOBI aHTMreHos B17, B27, B33, B40,
DR4, DR7 (E. U. Coxonos, 1998). ITonumopdusm KIHHUYE-
CKMX BADMAHTOB [ICOPHATHYECKOrO IOPaKeHUs CYCTaBOB — OT
JIeTy4uX apTPaJrHil 0 THAXKeJbIX MHBAJIMIU3UPYIOUUX apT-
PO30B — CBsA3aH C 9THONATOrEHETHYECKOH reTeporeHHOCTHIO.

IlcopuaTuYecKuii apTPUT yalle HAUNHAETCA MOCTENeHHO, a
MHOTZIa OCTPO, CPefy IOJIHOTO 3A0POBbi. XapaKkTepHa ACHM-
MeTPHUYHOCTb IMOpaXKeHHs TNepudepuIecKUX CyCTABOB: AHC-
TAJBHBIX, MPOKCHMAJbHLIX MeX(}aJaHroBBIX CYCTABOB NaJb-
[eB KUCTeif, KOJEHHLIX CYCTABOB, peke ISICTHO- U IJIIOCHe-
(aNaHroBBIX, IUleYeBBIX. B NpHHOUIE DOPAXKATBCA MOXKeT
M060if cycTaB, BKJIOYAs BHCOYHO-HHIKHEUETIOCTHOM. Yame
CYCTABHOH CHHJAPOM IpEJCTABJIEH MOHO- MJIM OJMIOAPTPUTOM.
WHorga eMmy MNpeIIIeCTBYIOT TeHAOBarMHUTBI crubareseii
HaJablleB, HEMPHUATHBIN XPycT B cycraBaX. BosbHBIX Gecroko-
saT 6oaM B cycTaBaX, CKOBAHHOCTD IO yTPaM.

BhIIeIAIOT CAMOCTOSITENIbHYI0 (OpMYy TCOPHATHYECKOTO
aprpuTa y jAereil — roéenunwvuylo. Yame GoseioT NeBOYKH,
nuk sabosieBanuMs Habmiogaercs B mpex- M IybepraTHOM BO3-
pacte — B 10-12 ner. Hepegko apTpuT mnpejliecTBYeT KOXK-
HOMY mposiBjleHHI0 ncopuasa. Ilposoasa auddepeHUHATEHYIO
nuarsoctuky IOPA ¢ I0BEeHHMJIBHBIM ICOPHATHYECKUM apTPH-
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TOM, HeOOXOAMMO YYHMTHIBATh, 4YTO MOCJIEZHEMY He CBOMCT-
BeHHBbI JIUXOpaAKa, JuMdajeHONATHs, TreNaTOJUeHATbHBIN
CHH/APOM, CHMMETPHYHOCTh MOPAaX{€HUs CYCTABOB, HAJIAYHE
P®, spkuil BocmaJUTeJbHBIA XapakTep JaGopaTOPHBIX MOKa-
sareneil. TeueHne mcopuaTHYeCKOro apTpura B obmiem 6iaro-
npusrtHoe: y 20-50% pereit mocTuraercs CTOMKas peMHCCHA,
y 25-30% orMeuaeTcs BAJONPOrpPecCHPYIOMUN XPOHUIECKUA
nosuaptpur, y 10-15% mnpomecc paHO NPUBOAUT K MHBAJIHJ-
HOCTH.

TyGepkyae3 cycTaBoB

Ty6epkynes cycraBoB y 80% GoJbHBIX NMPOTEKaeT B BUAE
XpPOHHYECKOro MoHoaprpuTta. IlopakaioTcs NpeHMyIeCTBeH-
HO TasdobeJpeHHble M KOJIeHHble cycraBel. Yame GoJeroT
MaJbUYMKH M MYXKUMHBI. B mocjegHHe Trofibl 3HAYHTENHHO
Bo3pocJjia YacToTa TyGepKyJe3a y JeTel, NpUYeM HepemKO
NepBLIM ero NposiBJIeHHeM, MHHYS MOpakeHHe JIeTKUX, ObIBa-
eT mpolecc B cycTaBaX, MO3BOHOYHMKe M Moukax. HecKoabko
H3MeHMJICS U XapaKTep TedeHHsS TyOepKyJse3a — OH mpuobpen
YepThl OCTPOro BOCHAJIEHHSA.

TyGepKyJie3Hblil mpolecc, NPOTEKAKIIH ¢ NopakeHHeM
ONOPHO-ABHIaTeJIbHOrO anmnapaTa, TPOXOXHT HECKOJBKO CTa-
nuit. HauanbHasi, mpeapTpUTHYecKasd, CTAJHUA XapaKTepH3y-
ercsi HeNOCTOSIHHBIMM, dallle NPH ABHXKeHHH, GolsaMu B cyc-
TaBe. C mepexoJoM B apTPUTHYECKYIO CTAJMIO pa3BHBaeTcs
KapTHHA OCTPOro BOCHaJleHWs B CYCTaBHBIX CTPYKTypax: pes-
Kasi 60JIe3HEHHOCTh, OTeK, OrpaHUYeHHe [BH)KeHHd, BBHINOT B
cycraBe. BBINOT M NepHAPTUKYIADHBIH OTeK Pe3KO MEeHSIOT
KOH(UIrypagui cycraBa. ¥ 0OoJIbHOro HapymaeTcs MOXOJKa.
IIpn mopaskeHun oboux Tazobe[peHHBIX CYCTABOB OHA CTAHO-
BUTCS «yTHHOW», IIPH MOPA’XeHHH OJHOTrO CycTaBa — <«IOpHIAa-
nawomeii». Ha arom ¢ore 6blcTpo nosBiaseTcs atpodus
MBI Aroauibl u 6expa. Cieayer MOAYEpKHYTH, 9TO y AeTei
MOXKeT BO3HHKATH TaKyKe TyOepKyJie3HOe IOpakeHHe II03BO-
HouHHMKa (Gosesns IToTTa), NIPU KOTOPOM OCHOBHOM cHenudH-
YeCKHMi Ipolecc MO THOY KA3eO3HOro OCTHTA pa3BUBaeTcs B
TeJle MO3BOHKOB, OLICTPO MPUBOAA MX K CIJIIOIIMBAHMIO Ipe-
HMYIeCTBeHHO B IlepejHeM OTJesie, H IIO3BOHKH Ha GOKOBOM
peHTreHorpaMMe MMelOT KJIMHOBHAHYIO (opmy.
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Tuddepernuansuas guarsoctuka IOPA ¢ TyGepKynesHbiM
APTPUTOM BhI3BIBAET 3HAUUTEJbHbIE TPYAHOCTH. Kputepuamu
nuddepeHIUAIBLHOTO AUATHO3a MOTYT ObITh YyKas3aHUA B
aHaMHe3e Ha TyOepKyJie3 B ceMbe, MOJIOJKMTeJbHAS peaklusd
MaHTy, HalMude MHKOGaKTepuu TybepKyjesa B CHHOBHATD-
HOM JKMAKOCTH, orpunarenbHblii P®. Ilomoraer B JAuarso-
cTHKe TyGepKyJe3HOTo apTPUTA PEHTTeHOJIOrHYecKoe Hcce-
[OBAHMe CYCTABOB: B IpeapTpUTHYecKoll cTagunm Ha (ome
HOPMAJIbHOM KOCTHOH TKaHU MOYKeT BBIABJIATBCA OUaroBas
mepecTpoifKa PUCYHKa KOCTHBIX Tpabekys, B apTPUTHYECKOI
CTafNM ONpefeNAITCA KpaeBble AedeKThl KocTeil, moaxe 06-
Hapy’KMBaeTcsi OTPAHMYEeHHAs KOCTHAs IIOJIOCTh C HAJIMUHeM
cexkBecTpa Ha (pOHe CYKeHMs CYCTABHON IeJd U M3beleHHO-
CTH KOHTYPOB NOJAXPSAIIEBBIX CTPYKTYP KOCTH.

HecmoTpsi Ha BBILIEN3JIOXKEHHOe, CJieflyeT IMOMHHUTh, UTO V
6obHBIX TyGepKyJe3oM Hepenko passuBaercs IOPA.

OCTeoXOHAPOTATHH

OCTeOXOHPONATHH — 3TO CAMOCTOSTeJbHAS rpynna 3abo-
JIeBAHUI CYCTABOB y JieTeil M IOJPOCTKOB C JUIMTEJIbHBIM Te-
YeHHMeM M uamle 6JaronpUATHBIM MCXOHOM. DTHOJIOTHS Ma-
JIOM3BECTHA, HO YCTAHOBJIEHO, YTO B OCHOBEe pa3BUTHA ITUX
3a60JIeBaHUN JIEKUT ABACKYJISPHBINA (acenTHUecKHil) HEKPO3
KOCTH M KocTHOro moara. [{yisg G0JIBIIMHCTBA OCTEOXOHJpOTa-
THil JOKasaHa WX HacjeAcTBeHHas mpupoxa (Gomesus Ilnar-
Tepa, Gonesnn Illeitepmanna—May, Gonesun Ilepreca, Kesepa
Gosesus II). Kak npasuiio, aTa rpynna 3aboeBaHUN BBISABIISA-
eTcsl y IAIUeHTOB C BBICOKMM YPOBHEM Me3eHXHMaJlbHBIX
CTUIM, YKA3bIBAIOLAX HA COEAMHUTEJbHOTKAHHYIO /[HCIIA-
CTHYHOCTh, YTO MOAUEPKHBAET AUB0HTOIeHeTHUECKYH MPHpO-
Iy 60JILIIMHCTBA OCTEOXOH/IPOTIATUM.

B psje ciy4aeB TOPOUHOE TeyeHHe MOHOOJHMIOAPTPUTOB Y
nereit ¢ JOPA tpebyer nposefeHusi AudbepeHIMaNbHOR A1~
ATHOCTMKM ¢ 3Toii rpymnmoit 3aboseBanuii. OcTeoXoHgponaTHH
MOryT NpOTeKaTh ¢ JIOKaJM3alHeil IaToJIOMMYecKoro npouec-
ca B anuduse, anoduse, B TPyOGUATOH KOCTH, B KOPOTKHUX
TPY6GUYATHIX KOCTAX WIM B CYOXOHAPAJBHOM CJIO€ CYCTaBHBIX
CTPYKTYP KOCTei.
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Bounesus Jlerra—Kansse—Ilepreca (unu ocTeoxoHApomna-
Tusa snudusa rosoBKu Gexpa). 9To cyGXOHAPAIBLHBEIA HEKPO3
Aapa OKocTeHeHUs snudusa rojgoBku. BosesHb mpakTHYecKH
opnoBpemenHo (1909-1910) onucaHa BceMH TpeMs aBTOPaMH.
BeI3biBaeTCsl MHOXKECTBOM IPHYMH, CPefd KOTOPHIX BayKHEM-
weil sABIsfeTcA  Hacle[ACTBeHHAd IPeJpaclOJIOKeHHOCTb.
Ilpeanonaraercs, 9YTO OHA MOXKeT 3aKJIOYaThCA B «JedeKTHO-
cTU» psifia OOMEHHBIX, TOPMOHAJIBHBIX, GMOXMMHUYECKHX (akK-
TopoB. EcTh JaHHBIe, uTO y AeTeil ¢ Gosnesnsio Ilepreca obHa-
PY’KeHO BBICOKOe cojiep)KaHHe IeJo4HOU docdarassl, Kajb-
uus, Heopranudeckoro ¢dochopa B CHIBOPDOTKE KPOBH, & C MO-
YOl BhIZeJsieTcs] MOBBILIEHHOE KOJHYECTBO TIJIYyTAMHUHOBOM
kucaorel ¥ nponuHa (M. fI. CrymemmkuH, A. A. fkoBiesa,
1981). 3abosieBaHMe BO3HUKAET NPEMMYIeCTBeHHO B BO3pacTe
5-12 ner, Kak NpaBUJIO, MOpPa)kaeTcs OAMH, vallle NpaBBIH,
TagobefpeHHbIN cycTaB. MaJb4uKy 3a60eBalOT B 5 pa3 vamie
neBouek. IlepBEIMM cUMOTOMAMM GOJIE3HH ABJIAIOTCA GOJMb H
XpOMOTa, 3aTeM NPHCOeJUHAIOTCA NPU3HAKHM KOHTPAKTYDPHI B
Ta3obepEHHOM cycTaBe: PaHHHMe — OrpaHMYeHUe BHYTDeHHeH
¥ HAPY>KHOW pOTAllMM U OTBefleHHsA, Gonee mo3gHMe — orpa-
HUYeHHe crubaHUA U NpuBefeHHdA. B mposeserun auddepes-
nuaabHOU auarHocTuku ¢ IOPA MCKJIIOYHTeNbHOe 3HAYEHHE
UMelOT PeHTreHOJIOTHYecKHe NPHU3HAKU MepBOi, HaYaJlbHOM,
craguu 6onesnu Ilepreca, Tak Kak OT CBOEBPeMeHHOMH auar-
HOCTHKH 3aBHCHT ee HCXOJ.

IlepBasi cragusa 6oneanu Ilepreca XxapakTepusyercs HEKpoO-
30M ry6uaToil KocTH snugu3a ¥ KOCPHOrO MoO3ra. 9Ta CTaxHus
BBI3bIBAET HaubosbIuMe JuarHocTHdeckwe TpyAHOcTH. Ha
peHTreHorpaMMe B OTOT NepHoA 6oJie3HHM BHIABJIAIOTCA pac-
mUpeHHe M YIJIOTHEHHe TeHell MATKUX TKaHeH, OKpy»Kalo-
mux TadobelpeHHBIN CyCTAB, paclIMpeHHe TeHH KAalCyJbl Ta-
306e[peHHOr0 cycTaBa BCJIJCTBHEe CHHOBHUTA, B CBS3H C OTe-
KOM — pacliMpeHHe MeXXMBIIIeYHBIX MPOCTPAHCTB MeXIY
cpenHeil, MaJoif ArogMYHON ¥ MOAB3JOMIHO-NOACHUYHOH
MblnamMu. XapakTepHBI TaK)Ke OCTEONOpo3 KocTell Tasoben-
PeHHOTO cycTaBa M COOTBETCTBYIOLIel IIOJIOBHHEI KocTell Tasa,
M3BHJIMCTOCTh U HEPABHOMEPHOCTh XpsAILeBoil snudu3apHOH
NJACTHHKM, Hajludde KPaeBOM y3yphl HA CMEXHBIX MOBepX-
HocTAX anudu3a rojoBKH U weiiku Gexpa B obiacTu snudu-
3apHOIl 30HBI, YIUIOI[eHHe cepHYeCKOro KOHTypa smudusa,
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yBesMYeHHe BBICOTHI CYCTABHOH ILieaH (cusoBUT). B KoHIE
IepBOit cTafuM B IapasnudU3apHO 30He IIeHKH 6expa MOryT
BHISIBJIATHCSA OYATH [JeCTPYKIUH, B 06JACTH KOTOPBIX CIYCTA
HekoTopoe BpeMs (POPMUPYIOTCHA KHCThI, LIeiiKa yYKOpauuBa-
eTcd, CTAHOBUTCSH IUMpe. DTa CTAAMA MOXKeT NPOJOJIKATBCA
4—-6 Mecanes. McKIKYUTEIPHO BAXKHO, CONIOCTABUB KIMHUKO-
peHTreHOJOTMYeCKHe IPHU3HAKH, CBOEBPEMEHHO IIOCTABUTh
[MArHO3 ¥ HATIPABUTH peGeHKa [Jid JedeHUsA B JeTCKUH opro-
neAuYecKHi cTaluoHap.

OcreoxoHaponaTis NaabeBuAHOM Koctu crombl (Kesepa
6Goseans I). Berpeuaercs y Aereil B Bospacte 5-12 iet, mpe-
AMYIIeCTBEHHO y MaJbuMKOB. IIpoliecc yamie ABYCTOPOHHMIA.
IlouTy BHeBaIHO DA3BUBaeTcCA aceNTHYECKHHl HEKpo3 rybua-
TO#l YACTM KOCTH, HO IPH 3TOM COXPaHfeTcs CTPYKTypa Io-
KpoBHOTO xpsama. Pe6enka GecrokoaT 6011 B 06/1acTH THIIb-
HOlf MOBEPXHOCTH CTOINBI, HepeAKO 60U yCHIUBAIOTCA HOYBIO.
IlocTeneHHO pasBUBAETCA XPOMOTA, AeTH XOAAT, ONMpafch Ha
Hapy»KHBI Kpait cronbl. Ha ypoBHe JafbeBHAHON KOCTH IIO-
sBJIAeTCA MPUIYXJocTh 6e3 NpuaHaKoB Bocmanenus. Ilpomece
npofoskaercss 8—12 Mecsiies, HHOTAA 10 2 JIeT.

BajKHBIM JUATHOCTUYECKHMM KPHUTEPHeM CJIYXKUT peHTTre-
HOJIOTHYecKas KAPTHUHA: B HAuaJbHOH CTAJUM BBHIABIAETCH
0CTEONmopo3 ¢ MOCHEeAYIOIIMM yMeHbILIeHHeM fjJpa OKOCTeHe-
HASA JagbeBHAHON KOCTM, MHOrJa NpHUcCOeJuHsAeTca ee ¢par-
MeHTanua. B mesom TeueHue Gose3HM GiaronpusATHOE M IPU
CBOeBpeMEeHHOW MMMOOMIM3ALMHN M Pasrpy3ke CTONBI Mpolecc
3aKAHYMBAETCH BOCCTAHOBJICHHEM CTPYKTYPBI U ()OPMBI KOCTH.

OcTeoXOHJPONATHA TOJOBOK IUIOcHeBRIX Kocredl (Ke-
nepa Gonesnp II). Bosuukaer B Bospacre 10-20 uer, He-
CKOJIBKO Yallle y AeBodeK M y keHIuH. OGpIYHO moparkaTes
ronoBku II u III merarTapsanbHBIX KocTeii. BosesHbr passu-
BaeTcA IIOCTeNeHHO, HauMHaeTca ¢ Oojeil y OCHOBaHMA
II-III majbIeB CTONbI, yCHUJIMBAKOLIMXCs MpuU Xoxnbe. B aToit
06J1aCTH MOABJAAIOTCSA OTeK M IPUIYXJOoCcThb. BoJbHBIE XOAAT €
omopoif Ha MATKY, Pasrpykaf 9TUM INepeAHHH OTHes CTOMBI.
Hepenxo u3-3a pasBuBaiomerocs JuMdocTasa MOXeT ObITb
TNPUOYXJOCTh B 06JIACTH TOJIEHOCTOIIHOrO CycTaBa, YTO B IIO-
caexyiomeM crocobeTByeT GOPMUPOBAHUMIO Ae(OPMHUPYIOIIEro
apTpoaa.
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PeHTreHOJOMUECKH OINpefesAlTesl YIVIOTHEHNEe U CHMKe-
HHe BBICOTHI TOJOBKM IJIIOCHEBO KOCTH, OHA MOYKET IpHO6-
peraTh MATHUCTBI PUCYHOK. B KoHeumo#f cragum 3aGoneBa-
HUS IOJHOrO BOCCTAHOBJIEHHS CTPYKTYPhl KOCTHM OOBIYHO He
Habiogaercs.

Jlaiimckas 60Je3Hb

JlaitMckas Gosie3Hb y HeTeil MoKa M3yuyeHa HEZOCTATOYHO.
B nuTepaType ecTh TOJBKO eJHHHYHEIE COOOIIEHHSA, Kacaio-
myecs JaiM-apTpuToB. BrepBbie aTo 3aGosieBaHNe ONHMCAHO B
70-x rogax XX B. B ropoze Jlaiim (CIIIA), Korga y fereit 6bI-
J1a 3aperucTpupoBaHa GoJsibllas BCHOBINIKA APTPUTOB, KOTOPBIE
NpOABJNAIUCH KOPOTKMMHM  PEeHUAMBUPYIOIHMHA  aTaKaMu
ACMMMETPUYHOrO MPHUNYXaHUA M GOJIe3HEHHOCTH B HECKOJb-
KHMX KPYNHBIX cycTaBax (IpeMMyIecTBeHHO KoleHHBIX). Kak
NpaBuJIO, 3TO COYETANIOCHh C MPU3HAKAMH IOJUCHCTEMHOTO 3a-
GoJieBaHNA, TPOABJAIIIErocs MOpPa)KeHHeM Kok (B BUJe
KOJIBI[eBUIHOIl MUTPHUPYIOIIel dPUTeMbl U XPOHUYECKOro ar-
podHUeCKOrO AKpOAEepPMAaTHTa), HEBPOJOTHYECKHMH HapyIle-
HUAMHU (MEHHMHIMT, 9HIe]anuT, KpaHUaIbHbIe HEBPUTHI, pa-
JMMKYJOHEeBPUTHI, MHEJIHUT) U IOpa)ieHHeM CO CTOPOHEBI Cep-
JledHO-cocyAuCcTOi cucTeMsl (Quddy3HbIi KapAUT, NOpaXKeHHe
npoBo/smieil cuCTeMbl cepAna, MepPUKapAUT).

Bos6yauTensMu JaiiMcKoil 60e3HN NMPU3HAHBEI GoppesuH.
OcobeHHOCTBIO Goppesinit ABJAeTCH WX FeHOTHNHYecKoe (OmH-
caHo 8 reHoBMAOB) M (eHOTHMIMUYeckKoe pasHooGpasue, 4UTO
06ycoBIHBaET BbIPaXKeHHBIH KJNHAKO-UMMYHOJIOTHYECKH I
nonnMopduam aroro 3aboseBanns. IlepeHocUMKH Bo3GyAHTe-
I — KJIelM, KOTOpble MOTYT OOMTATh NPAKTHYECKH BO BCeX
reorpadMUeCKHX 30HAX, XOTHA CYIIeCTBYIOT SHJeMHYecKHe
ouarn ¢ mpeobiajgaHUeM ONpeJesleHHON QeHOTHNHIecKOoH
rpynnel Goppeauii. Cunraercs, YTO JaHM-apTPUTHI Y nmereit
pasBHBAIOTCH dYalle, UeM Yy B3POCJBIX, CTPAJAIOMMX JaiM-
cKoii Goseanbio. IIpn nposefenny AuddepeHHANBHON AHAT-
HocTuku ¢ FOPA BaXkHO 3HATH NPHUOPHTETHBIE IS JaiM-
aprpura npusnaku (B. . Bapckosa, JI. II. AnanseBa # 1p.,
1993). B panHeM mnepuoje HaOMIOJAIOTCA apTPaJruu, 4TO AB-
NsieTcsl YacThio 0OljeBocHaJMTe]BHOrO Ipolecca (MOBbILIe-
HMe TeMIepaTyphl TeJa, 03HOGBI, 9puTeMa, IOJOBHBIE GouH,
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HOTANBOCTH U T. A.). CycTss HEeCKONBbKO JAHEH (Hegenp) pas-
BUBaeTCsl KOPOTKAas ATaKa MHTEPMHMTTHPYIOIEro MOHO- H
OJIATOAPTPUTA KPYIHBIX CYCTABOB, dalle KOJeHHBIX. O6BIYHO
apTpuT MMeeT HoGpOKAUeCTBEeHHOe TeueHHE, XapaKTepH3yio-
Imeecsl TOCTENEHHBIM YAJMHEHMEeM MHTepPBAJIOB MEeXAy aTaka-
MH ¥ YKOpOYeHHeM IIPOJIOJIKUTENBHOCTH aTaK ¢ IOCJIeAyIo-
UM BBI3fOpOBJIeHKeM (Ha (oHe Tepamuu OCHOBHOTO 3aboute-
panus). OnucaHsl ciaydan GOPMHUPOBAHHA XPOHMYIECKOTO 3pO-
3UBHOIO CHHOBHTA, YTO 3aTPYAHSET IpoBefeHUe AuddepeH-
nuanpHOM AuarHocTuku ¢ JOPA.

Juarso3 JaiiMcKo# GOJIe3HU CTaBATCS HA OCHOBAHMM aHAM-
Hesa (YKyc KJjema), KJIMHAYeCKUX TPOSBIEHUI, XapaKTepHBIX
U1 faHHOTO 3ab0JeBaHUA, W Pe3yJbTATOB MCCJIe[OBaHMSA 10C-
TYNHBIX GUONOrUYeCKUX cpef (KPoBb, CHHOBHAJIbHAS M CIHH-
HOMO3roBas JKHAKOCTH) HA aHTUTeNIa K 60ppesnusiM.

MsI paccMOTpesid TOJBKO Te 3abojieBaHUsA, THATHOCTHKA U
anddepernuansHas guarsoctuka ¢ IOPA  KoTopeix mpea-
cTaBIgeT HAMGOJBIIYIO TPyAHOCTH. Llenblil pAX BOCHANHTENb-
HBIX, HACJIEJCTBEHHBIX M BPOXJEHHBIX CHHIPOMOB, IPOSB-
JISIOMMUXCH [OpPa’keHHeM OINOPHO-ABUTaTeJIbHOro almnapara,
onucaH B . 1.

JIEYEHME JIETEH C IOPA

Jleuenue pereit ¢ IOPA mpepycmaTpuBaeT cleayioomue
BajKHeMNIIMe LeJu:

B NOJABHTH M CTAGMJINSMPOBATH MMeONMiics BOCHATIH-
TeJIBHBIN mponecc y pebeHKa;

B CBecTH [0 MHHMMYMa BepOSITHOCTb €ro oB6ocTpeHHs M
NporpecCUpoBaHUS;

M OpraHM30BATh MAKCHMAJbHO 3(heKTHBHYIO peabuiuTa-
U0 MMeomMXcsl (YHKIMOHAJBHBIX HAPYLIeHMil CycTaBoB,
pasBuBmHNXcs y peGeHKa 3a mepnoj 6oesHu.

OcHOBHBIM MeTogoM Jedenus gereir ¢ IOPA ocraercs
dapmakorepaneBTiHueckuii. B kavecrse 6a3ucHOM Tepanmuu
(momaBnsomeii ¥ TOJIePKUBAIOIIEH) HCIONB3YIOTCA HIIBII,
TKC, nuTocTaTMdecKne MMMYHOMENpPeccaHThl M AMHHOXHHO-
JIMHOBBIe TNpenapaThl. Buibop JeKapcTBeHHBIX CpPeICTB AN
MoJaBJIeHUA AKTUBHOCTH Tpollecca 3aBUCHT OT KIHHHYECKOTO
BapnanTa IOPA.
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Jlemam ¢ cucmemrbimu éapuanmamu mevenun Gones-
nu (cybeencuc Bucciepa—®ankonn) HasHagaoT I'KC, o6erano
npednusonon B fose or 1 go 1,5 mMr/kr maccer B cyTku. [Josa
3aBHCHUT OT KJIMHMYECKON KapTHHBI, OOINEro COCTOSHMA, BO3-
pacra pebeHKa. [[JIMTEIbHOCTH JIedeHHS TNPeJHU30NOHOM —
2-3 HeJeJH C MOCHEAYIOIIUM MOCTeNeHHBIM YyMeHbIIeHHeM
03Bl N0 ToaxepkuBaroomeii. IIpu JledeHNH HPeXHU30JIOHOM
Heo6XOAMMBI KOPPEKIUs YPOBHS KaJufA, KOHTPOJb 3a MOKa-
3aTeNIMH CBepPTHIBAIOLIEH CHCTeMEl KpPOBH, Auypedom, AJl.
B cayuae orcyTeTBusA adpdeKTa OT BHINIEYKA3AHHOM HO3BI B
Teuenne 7—10 fgHeil ciegyeT NMpoOBeCTH KypC IYJbC-TePallHH
memnpednuszononom unm Oerxcazonom (Kosa B Hepecuere Ha
NpeJIHN30JI0H) Mo obmenpuHsATol MeToguke: 1000 Mr mermi-
[peJHM30NOHA B CYTKM BHYTPHBEHHO KamegbHo B 150 mx
HM30TOHMYECKOr0 pacTBOpa HATPHs XJjopuia ¢ HoGaBreEmeM
5000 E[I zenapuna (B Teuenue 3 cyrok). OGEIYHO y jmeTeit ¢
cucreMHbIM BapuanToM IOPA ompezensercs BeICOKasi CTeNeHb
AKTHBHOCTH IpoImecca, O 4YeM roBOPAT 3HAYATENbHBIE reMaTo-
JlorndecKMe W WMMYHOJIOTHYECKHe IIOKA3aTeJH: BEICOKAs
CO9, neitkonuTos, Bhicoknii ypoBeHs I[UK, BO3MOMXHO CHH-
JKeHHe YPOBHSI KOMILIEMEHTa M Ap. B CBASH ¢ 3THM HyJbC-
Tepanuio MpeJHH30JOHOM IesNecoo6pasHO CHHXPOHH3HPOBATH
¢ MeToZaMH SKCTPaKopHopajbHON copbmum — HMMyHOdepe-
3oM, maasmadepesoM, aumdbodepesom, remocopbumei, KoTo-
pble MO3BONAIOT BhiBecTH U3 oprammama ITHK, mpomykTsl
BOCHAJIEHHMSA, pasdJudHble MeTaGoJATEI, UYTO BHAYATEJBHO
yayumaer obmee cocrosHne peGerka. Ilocne KynmupoBaHASA
ocTporo mnpomecca peGeHKY HAZO HPOAOJKHTb MOANEPIKH-
BAIOLIYIO Tepamuio npeganaononoM (5-7,5 mr/cyr). B cayuae
pHCOEMHeRNs CycTaBHOro cHHApoMa Hasmaualor HIIBII B
KoMOMHAIINMM ¢ AMHHOXWHOJMHOBBIM ImpemnaparoM (Gerazun,
pe3oxun W Ap.), ecin y pebeHKa HeT MOPaXkeHHS IJas.

B HacTofIee BpeMsi aKTHBHO NPHMeHAeTCs BHYTPHBEHHOE
BBeJeHNe UMMYyHora06ynnHOB (BBUT). MeToxnka U mpenapa-
THI OMHMCAHLI B TJI. 3.

JlMTeNbHOCTh MOAJEPXKHUBAIOIIeif Tepamuu IPeIHHIONO-
HOM WMHAMBHAyanbHA (0T 6 MecsameB Ao 2 JeT), OHA 3aBHCHT
or Bospacra peGeHKa, AKTHBHOCTH Iponecca, HAJIAYAA OpH-
3HAKOB TpaHCGhOPMaOUM B CYCTABHO-BHCIEPANBHYIO (opMY
IOPA c npusHAKAMH BAJIOTEKYINEro «peBMATOMJHOIO BACKY-
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naTas. JacTo B CBA3H C OBICTPLIM DadBHTHEM THIEPKOPTH-
IM3Ma ¥ HeZOCTATOYHEIM TOAABAAMUM 3(deKrToM npedHu-
30201 TesecooBpa3Ho 3aMeHHTh IHTOCTATHYECKHM HMMYHO-
JernpeccaHTOM (@30MUANPUH, UMYPAH) C nmociefylomed ero
OTMeHO# TocJie ToydeHus addexra U mepexogom Ha HIIBII
B xoMbumamum c memamperxcamoxm (5-7,5 mr B HeJeJ0) B
KagecTBe 6A3UCHOMN TOAMep/KUBAIOIIel Tepanuu.

Ipu newenuu demeil ¢ NpeuMyWecmeenio Cycmasrbl-
mu eapuanmamu IOPA B KauecTBe 6a3nuCHOM Tepamuy MOXK-
HO HMCHOJIb30BATh BHYTPHCYCTABHOE BBeJeHHe IOPMOHAJBHBIX
npenaparos (Keranoz, Qunpocnai), HIIBII. Ua HIIBII ayumte
HMCIONB30BATH Te, KOTOpble 06JafaloT MPOJOHIMPOBAHHBIM
neiicTBMeM, AlOT MeHbIe MOG0YHBIX 3((eKTOB U OKA3LIBAIOT
CeJleKTHBHOe BIMsHMe Ha IMKJIookcurenasy-2 (IIOI-2), nH-
rubupys ee.

Ceifuac B MpaKTH4YeCKO# MeIMIHHe HCIOJIb3yeTCs OKOJOo 5
JleKapcTBeHHBIX (hOpM U3 IPYNIBI HIIBII, HO B JeYeHHUH Je-
reit ¢ JOPA mnpexmoyTeHHe OTAAIOT TOJBKO HEKOTOPBIM H3
HUX: OUKIO(EeHAK-HAMPUIO, ayUKIOPeHaKy, ubynpogeny,
nanpoxceny, UHOOMEMAYURY ¥ NUPOKCUKAMY, & B TOCIefHee
BpeMsi TOSBMJMCH coOGImeRHs 06 addexTHBHOCTH TaKKe
nepKaI030Ha, Kemonpogena, cyaKudaKa u moreKmuna. Coas-
JaHBI TIPerapaThl, KOTOPbIe CIOCOGHBI CeleKTHBHO HHTUOMpO-
path IIOT-2, uTo cHMXKaeT BHIPAGOTKY MPOBOCHATATENLHBIX
IpOCTATJIAHAMHOB, He YMeHbIIAs IPH 3TOM KOJHYECTBO MpO-
cTarJgaHAMHOB, HEOOXOAUMBIX IJIA (HU3UOIOIHYeCKHX ueseit
opraEMaMa (3TH Ipenaparthl He BIMAIOT HA YPOBeHb M AKTHB-
goers I[OT-1). K TakmM mpenapaTaM OTHOCATCH MeJOKCUKAM
(mosanuc) n menorxcurxam. OHH yKe XOPOIIO 3apPeKOMEeH/0-
BaJIM cebs B JeUeHMM B3pociabIX ¢ PA, a B mefuaTpHuecKoii
NpaKTHKe TOJLKO HAYNHAIT NPUMEHATBCA (MOXHO HasHA-
yarh AeTAM crapme 12 mer).

Mocne masmauenus HITBII kinnuveckuii addext y aereit
¢ NpeMMyIIecTBEHHO CYCTaBHOIi ¢opmoit IOPA macrymaer
focTaTodyHO GBICTPO, OOBIMHO K KOHIY TNepBOi Hemend, HO
CTOWKHM CTAHOBMTCH TOJBKO NPH MPOAOKUTENHHOM Jede-
mum (2-3 roxa). MHOraa NMpUXOANTCA MHAMBHAYATBHO noadu-
pars HIIBII, yuuThiBasi AJIUTENBHOCTH 6osle3HM, BO3pACT pe-
6enka, xapakrep Tedennsi IOPA u moGouHble JelicTBUA TIpe-
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naparos aroit rpynnsl. Hepeako HIIBII mHasHauaioTcss B CBe-
yax, a TabjeTupoBaHHBIe (OPMBI TpPebyIOT NAapajyeJlbHOro
npueMa aHTALUAOB, obBoJaKuBaKOIUX cpefcTB. OBGBIYHO Ha
done neuenusi HIIBII peGenky HasHauaeTcsd Kypc BHYTPHUCYC-
TABHOTO BBeJEeHHUSI FOPMOHOB (Kenanoz, mydme dunpocnan —
aro KoMOHHMpoBaHHAs ¢opMa ObICTPO- M Me[JIEHHOAEHCT-
pylouiero Gemamema3sona). Ilpn oGoCTpeHHMHM CyCTABHOTO
nponecca 2—3 MHbEKUHUM ¢ MHTepBajsioM 1 Mecsn oGbIYHO fa-
0T XOPOIUNi TPOTHBOBOCIIANIUTENbHBIN adeKT.

JlocTaTo4HO JaBHO M B psfie ciydyaeB BeckMa addeKkTHBHO
B KadecTBe 6a3MCHOro mpemapata M3 TPYNIOBl IIUTOCTATHYe-
CKHMX JelpecCaHTOB MCIIOJIb3yeTCA Memompexcam B Lo3e 5—
7,5-10 mr 1 pas B Hegeno B TedeHue 2—3 ser. MeToTpeKkcar
OTHOCHTCS K TPyIIle aHTUMeTaboJINTOB M IO CBOeH CTPYKType
61130k K ¢onueBoit kuciaore. Ilocne npueMa ero MaKCHMAab-
Has KOHIIeHTPAIMs B KPOBM JOocTHraercs 4eped 2—4 4. DiH-
MMUHAIUS MeTOTpeKcaTa IPOMCXOJAUT IPEeNMYIIeCTBEHHO B
MoyKax 3a cYeT KJIYOOYKOBON (DMUIBTPANMHM M KaHAJbIEBOH
cexkpeuun. Bpemsi mosypacmajga mnpemapara Kosebiercs oT
2 g0 6 4. HegocraTouHocTh (PYHKIMM NOYEK BeJeT K 3aMen-
JIEHHI0O 9KCKPEIlMM MeTOTpeKcaTa M K YBEeJMYEeHHIO ero TOK-
cuuHocTH. MeToTpekcar crnocobeH IMOAaBIATh NMpoJaHdepanuio
MOHOHYKJIeAPHBIX KJIETOK M CHH)KATh CHHTe3 aHTHTeN B-1uM-
douuramu, cHmkath akTuBHocTh WJI-1, momaBnaATE OpOJH-
depauunoo SHAOTEJHANBHBIX KJETOK M CHMXKATh (YHKIHO-
HaJIbHYI0 aKTHBHOCTbH HeHTpo(dHJIOB, MeToTpekcaT ycHemrHo
ucrosib3yeTcsi B KadecTBe 6a3MCHOro mpernapara Ipu JieYeHHH
nereit ¢ IOPA. MoyXKHO HagHa4YaTh JJIUTeJIbHbIe KYPCHI Jiede-
Hua (1-1,5 r) casasonpenaparaMu. 9Ta rpynna JeKapcTBeH-
HBIX CPeJCTB (Caia3uH, cyab@acarasuH, canrai3anupudas’un)
06s1alaeT XOPOLIMM MPOTHBOBOCIAJIUTENLHBIM H yMePEeHHBIM
HMMYHOMOAYJUPYIOIIUM JeiictBueM. Ilpexmonaraercs, dTO
BJMSAHNE HA UMMYHHYIO CHCTeMy 3aKJ0daeTcs B CIIOCOGHOCTH
9THX NpernapaToB MOBBIIIATE AKTUBHOCTb T-KJIEeTOK.

Ilersim crapiiero Bo3pacTa M INOAPOCTKAM, CTPAZAIOIIHM
npeuMylecTBeHHO cycTaBHOM ¢opmoit IOPA, cepomosuTHs-
HBIM cyGTHIIOM, B KavyecTBe 0a3HCHOroO CpefCTBa MOXXHO Ha-
3HAYATH NpenapaTsl 3ojoTa (ayparopur). OHM 06IaKAOT UM-
MyHOJepecCHBHBIM 9((eKTOM M yMeHbIIAIOT BHIPaGOTKY
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MMMYHOTJIOOYIMHOB, 4 3HAYHT, CcIocoOGHBEI CHHXKATbh Ypo-
Bens IIUK. O6b19HO aypaHOdUH Ha3HAYAKT B /103€ 2—-3 Mr/Kr
B CYTKM, BBOAAT BHyTpuMblmeyHo. Kype jeueHns — 6-8 He-
nenb. CymecrBenHOro addexra OT MpenapaToB 30J0Ta NPH
neuenuu gereil ¢ FOPA Hamu He orMeueHo. BeposTHO, 3TO CBA-
38HO ¢ DeJIKMMH CepoIo3UTHBHBIMY HopMamMy GoIe3HH.

IIpu orcyrcrBuM adderTa OT BhIIIeNepedynucIeHHON Tepa-
nuu peGeHKy B KadecTBe NperapaTos BbIGopa Ha3HAUAlOTCH
MMMYHO/JENPeCcCanThl — A3AMUuOnpuH, yuxropocpamud B Ko3e
2-8 mr/kr B cyTku. Kypc jedenus — 5-6 Hegens, 3aTeM B
NoNOBUHHOM fo3e eme 3—6-9 Mecames. Ora rpynma npenapa-
TOB HAa3HAYAETCHA JeTAM C ObICTPONpPOrpPeCcCHPYIOLINM TedeHHeM
TOPA, ecii HeT addeKTa OT IIIOKOKOPTHKOMAHON Tepanuu.

B nocjiefHNE TOIbl YCTAHOBIEHO MoAuUUHUPYIOIlee BIUAHIE
yuraocnopura A Ha TedeHHe IOPA y pereit (E. . Anexceesa,
. E. Ilax6as3sas u ap., 1998). ABTopsl cYUTAIOT, UTO nuk-
snociopur A (canlummyn WIu canOumMmyH-Heopan) B J103e
3,5-4,5 Mr/Kr macchl Teja B CYTKH 0GJIajiaeT BBICOKAM HM-
MyHOCYIIpeccUBHBIM JejicrBueM. OH BbI3bIBaeT MHrUGHpoBa-
aue BbicBobokAeHus MJI-1 u dakropa HeKpo3a ONYXOIH
(PHO-01), KOTOpble ABIAKTCA MOIIHBIMHM MeIHATOPaMH Ipo-
eccoB AecTPYKIMM XPAIIeBoil M KOCTHOW TKaHM y JeTeil ¢
IOPA (G. Russel, R. Gravely, I. Seid et al., 1992). ITokasa-
HUeM K HA3HAUEHMIO IMKJOCTOpMHA A ciyaT GbicTpompor-
peccUpyIoIHe 9PO3HBHBIE APTPUTHI, PAHO NMPHBOASAIINE MALH-
eHTa K MHBAJMUJIHOCTH.

B kauecTBe MapkepoB GhicTporo mporpeccupoBanus IOPA
MOYKHO paccMATPMBAThH CHMMETPHYHOE IIOJMAPTUKYJISAPHOE
nopakeHHe CYCTABOB, NMOCTOSHHO MOBBbIINIEHHbIE CO3 u CPB
(ocobeHHO B KOMOMHAIMH C NOBbILICHHEM NJI-6), monoxu-
renpEbIN P@ u BelcOKmit ypoBeHb 1gG. OnTHManbHBIH Kype
JNedeHus HuKJocropuHoM A — 6-8 MecsneB ¢ BO3MOXXHBIM
[OCJIeYIOIUM I1epeXojoM Ha TOJOBHHHYIO ero o3y ¢ AJH-
TeJbHOCTBIO mpuema 1,5-2 roxa.

MHoroseTHUM onbIT Jeuyenus Aereit ¢ IOPA mokaabiBaet,
uro sddeKTa MaKCUMATBHOH MMMYHOJENpPeCCHH clefyeT Ao-
6uBaThCS HA CAMBIX PAHHUX CTaAMAX GolesHH, TAK Kak Ipo-
rpeccMpoBaHMe, IyCTh JaXkKe MeJJIeHHOe, PaHO WJIM IMO3THO
[PMBOAMT K HeoGpATHMBIM NpolleccaM B OpraHuaMe peGeHKa
W uepes 3—4 rofa 9TH eTH CTAHOBATCS WHBAIUIAMH.
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B cayuwasax 6uicmponpozpeccupyiouwezo mevenus IOPA
MO’KHO MCIIOJIb30BATh PEKOMEHJYeMYI0 aMePUKAHCKHMHU DeB-
MATOJIOTAMHM TAK HA3HIBAEMYIO CXeMY ¢OIYCKAaIOI[erocs Moc-
rta». Tepanui HauuHaoT ¢ 10 Mr npednus3onona B CyTKH B
Teyenue 1 mecsima. OrcyrerBne adpdexTa uepes 1 Mecsn cBH-
IeTeJbCTBYeT O HAJIMYUU y peGeHKa «epCHUCTHPYIOIIEro CH-
HOBHUTAa» M O BBHICOKOW BEPOSITHOCTH GBICTPOIPOTPECCHPYIOIIe-
ro teuenus IOPA c paHHe#l fecTpyknueil B cycraBax. B Ta-
Koit curyauum K 10 Mr npefHU30JIOHA HOGABIAIOT: Memo-
mpexcam — 10 mr 1 pa3 B Hefemo, aypanopur — 3 Mr 2 pasa
B CYTKHM M cyasgpacara3un — 1 r B cyrku. IIpn HenepeHoCH-
MocTH cyibdacajasuHa, a 9T0 ObIBaeT 4acTo, ero MOXKHO 3a-
MeHUTh XMHOJMHOBBIM npenapatoMm (denazun, pe3oxun W Ap.
B no3e !/, — 1 TabneTka Ha HOYb). B HanbHeliIleM mpeXHHU30-
JIOH OTMEHSKT Yepe3 3 Mecsla, MeToTpekcaT — depe3 6 Me-
canes, aypaHoduH — depe3 9 Mecsnes, cynbdacanasuH (AIH
XHWHOJIMHOBBIN mpenapar) — 4epe3d 1 rox.

IIpu orcyrcrBum addexrTa yeped 3—4 Mecsana (mocie Jede-
HUA 1O ONMCAHHOW cXeMe) NOAKJIOYAIOT YUKJIOCNMOpuH A
(83-3,5 Mr/kr B CyTKM) WiM a3amuonpuk (umypar) B Ho3e
100 mr B cyTku. Takoe jedeHHe IPHU GHICTPOIPOrpeCcCHPYIO-
mux c¢opmax IOPA o6bIuHO JaeT CTOWKME MMMyHOCymIpec-
CHBHBIN addeKT.

HecomuenHO, B JedeHuu fgeteit ¢ JOPA BakHOe 3HaueHHe
MMeeT UMMYHOKODPEKIHs, HO OKA He HAHJIeHO NeHCTBeHHBIX
npenapatoB. O6cy)kaaeTcss NpHMeHeRHe CNJEHUHA KYyPCaMu
no 10 gHeil BHYTPHUMEILIEYHO B Zo3e 1 MI B CYTKH B TeueHHe
1 ropa, T-axkmuéuna, ynbTpasByka Ha OoOJACTh ceJle3eHKH
kypcamu o 15-20 ceaHcos.

W3 gpyrux MeTOJO0B TepPalnH MeCTHO HCIOJb3YIOTCH
anmIMKanuu ¢ pacTBopoM dumerxcuda (15-25%) Ha cycra-
BbI, Ma3H, reau, B cocraB koropsix Bxoxar HIIBII, osoke-
pur, napaduH, anektTpodoped ¢ zudasoi. BaxkHoe 3Hade-
Hue npugaercs maccaxy, JI®PK. Ocoboe BENMaHHe cleAyeT
VAENATH JIeYeHHIO OCTeOnopo3a — Cepbe3HOro OCJIOXKHEeHUs
IOPA.

B nocjeaHue rofbl B NeJHATPUH MOJYYUJIA PACIPOCTPaHe-
HUe SH3MMOTepanus. JHBMMBI HA3BIBAIOT <¢KATAJIM3ATOPAMH
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30pOBbA». XOpOIIO 3apeKoMeHJoBanu ceba 6o0en3um, @uo-
2ensum, myacan. OHA YCIEIIHO MCIOJBL3YIOTCS B PEBMATOJIO-
ruyecKoil mpakTHKe, a y gereit ¢ JOPA moxknwodaoTes K Jie-
yeGHOI cxeMe mocJjie IMOJaBJeHNs aKTUBHOCTH Ipolecca B J0-
3e 1-3 u Goslee Jpake B CYTKH (B 3aBHCHMOCTH OT BO3pacra)
B TedeHue 6—8 Mecsues. OTH NpenapaThbl CTUMYJIUPYIOT HM-
MYHHYI0 CHCTEMY, CHHMIKAIOT AKTHBHOCTb CHCTEMBI KOMILIe-
MeHTa, AKTUBMPYIOT MOHOLMTBEI — MaKpodaru, ycHIuBasg HX
daronurapay0 (QYHKIHMIO, NMOBBIIAKT (HUOEPHHOIUTUYECKYIO
AKTHBHOCTh, YJYYIIAIOT peoJiorndyecKHe CBOMCTBA KPOBH H
MUKPOLUPKYJALUIO, OKA3LIBAIOT IPOTHBOBOCHATIHTEN]bHOE
JleficTBUe ¥ YMEHBIIAIOT OTEKH.

B cocras Bo6eH3MMa BXOAUT KOMILIEKC ()epMEeHTOB M Ipe-
[apaTOB PASJMYHOrO MPOMCXOXKAEHHA, yYacTBYWIUX B (u-
3MOJIOrMYeCKUX Ipoleccax MerabosnaMa B OpraHu3Me 4eJo-
Beka. BobeH3UM — 3To KOMOMHAIUS PacTUTeNbHBIX (nanaum,
Opomenaun), >KUBOTHBIX (MPUNCUH, XUMOMPUNCUH, NAaK-
KpeamuH, AMuna3a, 1unasa) NpenapaToB U HeIHIUMAaTHYe-
CKOro mpenapaTta — pymuHa. DH3UMOIpernapaTsl XOpoIlo Ie-
peHocATcs, Ha UX (OHe 3HAUMTEJILHO YJIYYLIAIOTCS CaMOYyB-
cTBHe U obliee cocTosiHMe pebeHKa.

Y nereit ¢ IOPA B pesyibraTe XPOHHYECKOIrO BOCIAJIM-
TeJLHOTO IIpollecca paHbIlle WM I03)Ke DPas3BUBAIOTCH IPO-
rpeccUpylol[ye paspylleHHs B CTPYKTypaX CYCTaBHOro Xpf-
ma, dopmupyercs $hubpo3 CycTaBHOM KAICYJBI, YTO CIOCOG-
CTByeT aHKHMJIO3UPOBAHUIO cycTaBa. B CBA3M C 9TUM MCKIJIIO-
YUTeJbHO BAXKHBIM, MO CYTH NATOreHeTHYeCKH OBOCHOBAH-
HBIM, SBJIeTc CBOeBPeMeHHoOe BKJIOUYeHHe B KOMIIJIEKC Te-
panuu gereit ¢ JOPA npenmapartos, obiajalouux XOHAPOIPO-
TeKTMBHBIM JeiicTBueM. Ha cerofHAIIHMH AeHb HauGosee
9 }eKTUBHBIM SABIAETCHA CTPYKTYM.

CmpyxkmyMm COCTOMT MCKJIIOUUTENBbHO M3 XOHJPOUTHHCEP-
HOM KMCJIOTHI MJIM XOHAPOMTHHCYJbdaTa B GopMe HATPHEBOH
conu. XOHAPOUTHHCYIb()AT — ITO OCHOBHON KOMIIOHEHT IpO-
TEOrJINKAHOB, KOTOpPble BMeCTe ¢ KOJIJIAT€HOBBIMU BOJIOKHAMH
COCTABJAIOT XPslleBo MaTpukc. MMeHHO ¢ cyabhaTHBIM
KOMILJIEKCOM CBSI3BIBAIOT IHAPO(GMIbHBIE CBOHCTBA TIJIMKO3-
aMuHOrMKaHOB. CrocoGHOCTh CBA3BIBATH BOAY INpHAaeT
XpsAlLly BHYTPeHHee HATs)KeHHe, YTO M 0oOycJIOBIMBaeT B OC-
HOBHOM €ro MeXaHU4YeCKHe M 9JIaCTHYHBIEe CBOMCTBA.
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XOHIPOUTHHCYIb(MAT UMeeT KpaiiHe HU3KYI0 TOKCHYHOCTD,
He obJafiaeT MyTareHHBIM feiicTBueM. JlokasaHo, YTO Jieueb-
Hoe JeificTBMe CTPYKTyMa peayJusyeTcs B OpPraHH3Me IO He-
CKOJIbKUM HaIpaBJIeHUAM.

Bo-mepBbIX, Ipemnapar, GyAyYu HATYPaJbHLIM IIIMKO3aMH-
HOIVIMKAHOM, HANPAMYIO 3aMeHseT HeJOCTAIOIIHHA XOHJDPOH-
THHCY/IB}AT CYCTABHOTO XpsAlia, KaTaGoNM3UPOBAHHBIA mATO-
JIOrM4ecKUM MPOIEecCoM.

Bo-BTOPBIX, CTPYKTYM HHTHOHpYyeT depMeHTHI Aerpajanuy
B XpAIIeBOM MaTPHKCe — MeTa/UIONPOTeHHa3hbl, B YaCTHOCTH
JIeMKOIMTApHYIO 2J1acTasy.

B-TpeTbuX, OH CTHMYJUpyeT (GYHKIMOHHPYIOI[HE 310PO-
Bble XOHJPOLMUTHI B TIYOOKHMX CJIOAX Xpslia OPH CHHTe3e
KOMIIOHEHTOB MATpPHKca.

B-ueTBepThIX, Ha ()OHe NpHeMa CTPYKTYyMa YMeHBIIAeTCH
BEIGPOC MeAMATOPOB BocIaJeHHs M GosieBBIX (GaKTOPOB depe3d
CHHOBHOLMTHI M MakKpodard CHHOBHAJIBHOH OGOJIOYKH M CH-
HOBHAJIBHON JKmAKocTH. J[oKasaHO, 4To HauGojiee OTYETIHBO
nojaBiseTcs MPOAYKIUsA JeiikoTpHueHa B4 u mpocrariaHIuHEA
E2. Brifpoc MeaumaTOpoB BOCIaJleHHs 3allyCKaeTcA pasjpa-
JKeHHeM CHHOBHAJbHOHM 000JIOYKHM NPOAYKTAMH pacmaja Ka-
Ta6oJM3UPOBAHHOrO XpAIIA.

HaxkoHell, CTPYKTYM BhI3bIBaeT ONOCPeXOBAHHBINA MPOTHBO-
BOCHATIHTENbHBIN addeKT, KOTophIil cpaBHHM ¢ addeKToM ca-
JIMIUJIOBOM KHCJIOTHI.

B pesysibTaTe MHOTOCTODOHHEro BAMSAHMA CTPYKTyMa BOC-
cTaHABJIMBaeTCs MeXaHHUecKas M 9jacTUUecKas (PUIHOJIOTH-
JecKas IeJOCTHOCTh MATPHKCA, 4TO YJIydmlaeT MOGHJIBHOCTD
cycraBa. OIHOBPeMeHHO YMeHbIIATCs Gob M BoCHANeHHe B
cycraBax. 9TO MO3BOJIAET CHU3UTH JO3HPOBKY NPHHHMAeMBIX
HIIBII.

CTpyKTyM NpHMeHsieTcs BHYTPb H, a6copGupysch B JKewry-
JIOYHO-KMIIEYHOM TPaKTe, MOCTYNaeT B OOGMUI KPOBOTOK. Hs
>KeJTyOYHO-KUIIeYHoro TpakTa abcopbupyercss NPHUMePHO
70% mnpenapara, u3 Hero 40% mocTymnaeT B TKAHH, B JacTHO-
CTH B CHMHOBHAJIBHYIO JKMJKOCTH M CycTaBHOM Xpsam. XOHA-
pOMTHHCYNbMAT BBIBOAMTCA MEeJJIEHHO H TJIABHBIM obGpasoM
Yepea MOYKH. DTO O3HAUAET, UTO MpenapaT HHKOPIOPHPYyeTeHd
TKaHAMH OpPraHU3Ma.
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B obmeM KOMIIJIEKCe Tepanyu feTeld ¢ IOPA Ba)XHYIO pPOJib
[OJKHBI MIPaTh ONTHMAJbHBIH AN pefeHKA pexuM [HHA,
HoNHOLeHHOe cGANAHCHPOBAHHOe MHTAHHME C AOCTATOYHBIM
KOJIMUEeCTBOM GeJIKOB, YKMPOB, MUHEpaJoB, BUTAMUHOB, JIMIO-
TPOMOB, CIOKOWHAS ICHXO0IMOIHOHANbHAAL aTmocdepa B ceMbe
GonpHOro. OfHAKO clefyeT oO6CyAUTH ellle ONUH OYeHb BAyKHBIN
BOIPOC, KACAIONMIMUCS JIedeHUsA 6OJILHBIX 3TOM IPYNIEI.

OmBIT MOKa3bIBaeT, YTO TPAAMIHOHHBEIe 6asuCHEIe mperna-
pathl 06NafaloT OrpaHMYEHHOH BOSMOXKHOCTBIO BIHATL HA
nporpeccuposanne IOPA. Kak npasuio, KJIMHHKO-JTabopaTop-
Has peMHCCHA MJIATCA 1,5-2,5 roga, xorsl W Ha 3ToM (QoHe,
OycTh pAsNMYHBIMM TeMIaMu, HO HJeT IporpeccMposa-
HHe DeHTTeHOJIOTMYecKO! KapTUHEI aPTPUTA. O6pIuHO Yepe3
2-2,5 roga mocje Hadaua 6a3UCHON Tepamuu KJIHHHKO-
aGopaTopHble MOKA3aTeJHM NPOrpeccHpOBaHMS 6one3HH Ha-
YHMHAIOT MOBHIIIATHCSH, a deped 3 rojga NpPaKTHYeCKH JOCTHra-
JOT MCXOZHOTO YDOBHA. OJTOT (eHOMeH «moTepu oddexTar
(unH «BTOPUYHAS HeaddeKTUBHOCTb») 6a3UCHON Tepamuy aK-
THBHO mBydaercd. ECTh CBeJleHH#A, 4TO NPH KPUIOTEPAIHMH
yKasaHHBIH ()eHOMEH pa3BUBAETCS Uepes 1,5-2 roga, npu Je-
yenun HIIBII — uepes 2-2,5 roma, mpH MCIOJb30BaHHHM XH-
HOJNMHOBBIX IIpenapaTos — dYepe3 3 roja, a NpH HasHAYEHHH
memompexcama — depe3 2,5-3 roma. Pacmosaras 9THMH
naHEHBIMH, peberky ¢ IOPA B nuiaHOBOM mOpsAKe, HE JOXKH-
Hasch sBHOrO obocTpeHUs 3aboJjieBaHUA, CefyeT Kax/ble 2—-
3 rojga MeHATH Ga3UCHBIN Ipemapar.

B HacTosiee BpeMs PeBMATOJIOTAMM DEKOMEHIyeTCs «IH-
noo6pasHasi» CTpaTerus NPUMeHeHHs GA3HMCHBIX MpernapaTos
npu JiedeHHH JeTell ¢ JOPA. OHa ocHOBEIBaeTCS Ha MAaKCH-
MaJbHO paHHeM HasHa4YeHHHM Ga3UCHOW Tepamuu, HelpephIs-
HOM ee TNpPUMEeHEHWM IPH PeryJsApHOH 3aMeHe OfHOro 6asuc-
HOro mpenapaTa APYIMM OPMEHTHPOBOYHO KajKible 2-3 ropa
HA NPOTS’KeHUH Bceil XKUIHM 6oJbHOrO.

OCTEOITIOPO3

OcTeonopoa — 9TO OAHO M3 AOCTATOYHO THAXKEJBIX MpOABJIe-
HUil ¥ OCNOXKHEeHMil BceX peBMaTHYecKHMX saboneBaHM y Je-
Tell ¥ B3pOCJBIX. B mocsexHMe roAbl BO3POC MHTepec K MPO-
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6eme ocTeonopo3a. Ilo JaHHBIM MHPOBOM JIMTepaTyphl, Gosee
yeM y MOJIOBHHEI JOfeil crapmie 45 jer (0coGeHHO y JKeH-
1H) BICOKA BEPOSITHOCTh PA3BUTUA ocTeomoposa. B cBaA3m ¢
3TUM, MpeXje 4eM oOCY’KIaTh PeBMATOJIOTHYECKHe aCIeKThI
nagHoro 3abosieBaHMs, IeslecoOGPA3HO KOPOTKO OCBETHTH
npobyeMy B IeJIOM.

«OcTeonopos — aTo pacopocTpaHeHHOe AHcMeTaboNIndecKoe
3aboJieBaHMe CKeJleTa YeJloBeKa, XapaKTepHaylolleecad HA3KOH
Maccoil KOCTM ¥ MHKDPOCTPYKTYPHOW MepecTPOMKO KOCTHOM
TKaHM, YTO BefleT K MOBBIIIEHHON JIOMKOCTH KOCTH M, KakK
cleAcTBHe, — K yBeJWYeHHIo pucka mepejomoB» (Kordepen-
nus mno ocreonoposdy. Komerraren, 1990).

PacnpocTpaHeHHOCTh OCTEONOpo3a OIEeHHMBAeTCA B OCHOB-
HOM II0 4acTOTe MepeJIOMOB TPYGUYATBIX KOCTeH B MONYJIANMH.
BhigensAOT JBa NHKa mepejoMoB: 1-if — y geTeii B Bo3pacTe 10
15 sieT, 4TO CBA3aHO C WX MHTEHCHBHBIM POCTOM, M 2-# — mo-
cae 45-50 ner. Jlokanusauus nepeyoMoB y JeTeil — xuacduasl
JJIMHHBIX TPYGUATHIX KOocTei (TPaBMBI, CIIOPT), ¥ B3POCHIBIX —
meiika Gegpa U MeXXTPOXaHTepPHAA 06JIacTb.

Brigensitor pakTOphl pHCKa OCTeonopoaa:

B onpedenennbie: paca U IOJ (KeHIIMHEI eBPONEOHIHOMH
M asMaTCKO# pac), MOXKHJIOH Bo3pacT, PaHHAA MeHoIay3a,
aMeHopesi, [JIATeJbHOe NPHMeHeHHe TIJIIOKOKOPTHKOHMJOB,
JUITMTeIbHAS MMMOOUIM3anus, yAaJlleHHe AMYHUKOB J0 HACTy-
IJIeHUA eCTeCTBeHHOH MeHomaysel;

B cnoco6cmeyrowue: ceMeifHBIi aHaMHe3 (ocTeomopod y
POACTBEHHUKOB), 3JoymnoTpebieHHe AaJKOrojeM, HH3KOe IIO-
Tpebrenne kanbnus, Genka, docdopa, KypeHHe, 3JIOymOTPed-
JeHne Kode.

Pasnuuaior ciefyloniue BHALI ocTeonopesa:

M nepBUYHLI (IIOCTMeHONAy3aJbHBI U CTAPYECKHIT);

B uavonaTHyecKHil (y B3pOCIBIX, IOBeHHJIbHBIN);

M BTODMYHBINA, CBASAHHBIA C Pa3IMYHBIMH 3aGoJeBaHHA-
MH: Yalle ¢ peBMATHUYECKMMH H C HPHEeMOM HEKOTOPHIX Jie-
kapcrBeHHBIX npenapatoB (I'KC, murocraTHyecKue MMMYHO-
JlelipeccaHThl M Jp.).

O6BIYHO OCTEONOpPO3 Pa3BHBaeTCA MeJJIeHHO, MOTTeNeHHO.
PaHHMe JMArHOCTHYECKMe KDUTepHHM IOKa He paspaboTaHEHI,
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XOTA yrKe TPeANPHHUMAIOTCH TONBITKH OLEHHBATH COJepKa-
HHAe KOCTHOTO MHHepaya, TPOeKNUOHHYK MHUHEPaJbHYI0
[JIOTHOCTh KOCTM M PAJ [AeHCHTOMeTPHUYeCKHX IapaMeTpoB
KocTell Ha PasHBIX Tanax PasBUTHSA OCTeONOpo3a.

OCHOBHBIM METOJOM AMATHOCTHKH 3TOro 3ab0jieBaHHUS IIO-
Ka ocTaeTcsl peHTreHosjormdeckuil. OJHAKO HaJO0 IOMHHTB,
YTO Jake MmepBble PEHTTeHOJIOTMYECKH BbIfABJIsAeMble IPH3HA-
KM yYKa3aHHO! [ATOJIOTMM OTMeyaloTcs NpPU IoTepe y)Ke Kak
muEEMyM 30% MUHepaJbHLIX BEeLIECTB KOCTHOH TKAHHU.

Yrob6el yerde cebe MpeACTaBIATh MeXaHU3MBI PasBUTHA
oCTeonopoaa, cjefyeT BCIOMHHUTh O (hU3HOJIOTHUECKUX ACIIEK-
Tax peMo/eIMPOBAHUA KOCTHOU TKaHH.

KocTh COCTOMT M3 KOJJIATEHOBBIX BOJIOKOH (koJmared I
Tuna cocrasaser 90% Bcex GelKOB KOCTH), OCHOBHOIO Belle-
cTBa, coflep’Kalllero TJIMKONPOTEMHBI W IPOTEOrVIMKAHBI, &
TaK)Ke U3 KPUCTAJJIOB IMAPOKCHAIATUTA, IPUCYTCTBYIOIUX B
KOJIJIareHOBLIX (UOPHIIIAX U B OCHOBHOM BelllecTBe.

HopMajbHOe COCTOSIHWE KOCTH CBA3aHO C HeNpephIBHO
MPOTEKAIOMMUM TPOLeccoM, HA3BIBAEMBIM peModenuposanu-
em. XapakTep 9TOro sIBJIeHUA ONpe/esIsII0T KOCTHbIE KJIeTKH —
ocmeobnracmut, KOTOpble MPOAYIMPYIOT KOMIIOHEHTBHI KOCT-
HOro MaTpuKca (KoJulareH M OCHOBHOE BeIleCTBO), M 0Cmeo-
Knacmui, OTBedalOlIMe 3a Pe30pOIMI0 KOCTHOH TKaHH. AK-
THBHOCTb 9THX KJETOK B INpollecce PeMOJeJMpPOBAHMUSA pery-
JMpyeTCA CHCTEMHBIMM TOPMOHAMM (IIapaTMPEOMAHBIH, TH-
POKCHH, TOPMOH pocTa, KaJbIUTOHHH, BUTaMuH D, sctpore-
HBI) U JIOKAJIbHBIMH MeAHaTOpaMH (IHMTOKHHBI, HJI-6, daxro-
PBI pocTa # T. A&.).

HapymeHue peMOAeJHPOBAHMA B CTOPOHY VYBeJHYeHHSA
KOCTHOI pesopbuuu (yBelWYeHHEe OCTEOKJIACTOB) M CHHIXKeHHUe
obpasoBaHus 0CTeO6JACTOB ABIAKTCA OCHOBHBIMH HDHUYMHA-
MM PasBMTHS OCTEONOPO3a.

PeBMaToJIOrHYECKHE aCIeKThI OCTEoNopo3a

CnenyeT MOAYePKHYTh, YTO MMEHHO BOCIHAJIMTENbHBIE PEeB-
MaTHuecKHe 3aboJieBaHUSA, ABJIAACH Hambojee YACTBIMM XPO-
HUYEeCKUMHU OOJIe3HAMM 4YesOBeKa, MPeNOCTABIAIT YHUKAJb-
HYI0 BO3MOXKHOCTb JJIs M3ydeHHs ocTeomoposa. Ocoboe 3Ha-
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yeHHe JaHHAA NpobieMa MpHOGpeTaeT y aTo# rpymnEl GOMLHBIX
B CBA3U ¢ He0OXOAMMOCTHIO MPOBEJCHUA Y HUX MMMYHOCYIpec-
cusHoit Tepannu (I'KC, memomperxcam, a3amuonpur u ip.).

V nereit ¢ JOPA BbIeAI0T Ba THIA OCTEONOPO3a:

B nepuapmuxynapubii (OKCTAAPTHKYJIAPHBIA), 3aTpa-
rUBAIOIIUI YYACTKH KOCTH OKOJIO IOPa)KeHHBIX CYCTABOB H
pacneHMBaeMBINl KaK OAMH M3 DAHHUX AMATHOCTHYECKHX IPH-
anakos IOPA;

B zeHepanu3o6aHHbLL, XapAKTePH3YIOMHUiics CHUKEeHHEM
MHHepaibHOU NioTHOCTH KocTHOM TkaHM (MIIK) u yrpokae-
MBI# 10 PUCKY IEePeJIOMOB KOCTH.

O6a THMHa ocTeomopo3a B PasHBIX YYACTKAX CKeJleTa Pas3BH-
BAIOTCA HePABHOMEPHO, YTO OTPaykaeT pasHoobpas3ue MX MaTO-
reresa y gereit ¢ JOPA. Ilpexmonaraercs, 94T0 MaKCHMAJIbHO
uHTeHcHBHoe cHuykeHne MIIK npomcxofuT B mepBhle TOABI
GoJe3HH, MpUYeM B 3TO BpPeMs IIOJI He MMeeT 3HAYEHHH, TakK
KaK OCTEeoNopo3 OAMHAKOBO YACTO BBIABIAETCA M Yy Masb4H-
KOB, M y fleBoueK. AHAJIN3 MPUYHH, CIOCOGCTBYIOIIUX Pa3BH-
THIO ocTeomopoda y jereir ¢ IOPA, moaBosiser c4uTaTh, 4TO
HapylleHne (U3NYeCKOi AaKTHBHOCTH peGeHKa HIpaeT B 9TOM
He TOCJIefHIO0 PoJib, H60O yCTAHOBJIEHA CBA3b MEXKAY CTeme-
HbI0O MHBAJIMAMBANMA 1 ypoBHeM cHMkeHus MIIK. Brrasiena
TaKyKe MpAMAas CBA3b MeXAYy aKTHBHOCTHIO BOCIAJIHTE]HHOTO
npomecca M CTeleHbIO ocTeomopo3a. EcTh faHHBEIE O TOM, YTO
caukenne MITK koppenmpyer ¢ psagoM NoKasaTesei, CBHZe-
TeNBCTBYIOIUX O GblcTponmporpeccupyomen Tedennn IOPA:
nepcuctupylomum yseaudenuem CO9, CPB, namnumem PO,
nosbieHneM ypoBHsA WUJI-6, ocobeHHO B CHHOBHATBHOM MKHUJ-
koctu. MUJI-6 oTBogmMTCs posib MeAHATOpa, YyYacTBYIOIIEro B
peMoeNMPOBAHHM KOCTHOHl TKaHH. Bce 3TO MmO CYIECTBY
yKasblBaeT HA TO, uTo cKopocTb morepu MIIK npu IOPA sB-
nsieTcsl MHJIMKATOPOM CHCTeMHOro KaTabojuMdeckoro mporec-
ca, OTpa)KalINero AKTHBHOCTb BOCHAJIEHHS H HMeIomero
BaXKHOe KJIMHUKO-IPOrHOCTUYEeCKOe 3HAUeHHUe.

Cpeau NpPUYMH, NPUBOAAIIMX K PA3BUTHIO OCTeomoposa,
aktuHO obcyxpaiores I'KC. ITonydeHHble JaHHBIe BecbMa
nporuBopeunssl. CieyeT MOAYEPKHYTh, YTO HA Maccy KOCT-
HoOU TKaHM y gereit ¢ JOPA HeraTnBHOe BIHfHHE OKA3LIBAIOT
He cronbko camu I'KC, ckoabko ¢oH, Ha KOTOPOM OHH IpH-
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MeHSIOTCA: XDOHMUEeCKHMI BOCIANMTENbHBIH mpouecc, Hapy-
[IeHHe ABUTATENbHOM AKTHBHOCTH M MHKDOIUPKYJIATODHBIE
paccTpoiicTBa, BO3SHHMKAIOUIMe NPH 3TOM. Hecomuenno, T'KC
He ocraloTcs GeayuacTHhIMM K morepe MIIK, mpudem artoT
mporecc CYIIeCTBeHHO 3aBHCHUT OT [03 TKC u piuTelbHOCTH
ux npuMeHeHus. VI3BeCTHO, UTO HU3KHE J03bl TOPMOHATBHBIX
IpernapaToB ropasfo CHUJbHee BIHAIT HA MOTEPIO MIIK, uem
Gonpmue (Merajo3sl B BuJe IyJbc-Tepanuu. Bmemenne ux
BHYTPUCYCTABHO MOXKET BBI3HIBATH TOJNBKO TPAH3UTOPHOE IO-
[aBJIeHMe 06PA30BAHMSA KOCTHOH TKaHHU.

Hawubonee axrupHasa noreps MIIK mpoucxoquT B TeueHue
neprix 6-12 Mecsues mocse Havaja JieUeHHS TKC. IIpu
OlLleHKe BJIMSAHUA TOPMOHAIBHBIX NpenapaToB Ha MOsiBJIEHHE
ocreomoposa y gAereit ¢ IOPA Heo6xoaMMO NPHHAMATHL BO
BHUMAaHUEe 0cOOeHHOCTH PasBUTHA KaXK[JOro U3 ero TUIOB.

Oxonocycmasnoy OCTEeONopos, BHIABJNAEMbIl Ha paHHeH
craguu JOPA, o6ycioBieH MHUKDPOLMPKYJIATOPHBIMH pac-
cTpoiicTBAMY, BOSHUKIIUMH B CBS3H C BOCIAJIeHHeM, M KOp-
pesMpyeT ¢ yPOBHEM MPOBOCHAIMTENbHBIX UTOKMHOB.

T'enepanu3oannbii OCTEONOPO3 PA3BUBACTCH HA IMOBJHUX
cTaguax GOJesHM M MMO3TOMY, HECOMHEHHO, ero mpHupoja Ho-
cuT coueraHHsI xapakTep (Bocnasenme, I'KC, meraGommde-
cKHMe HapyIIeHHs B IeioM u 1p.). Heobxoaumo Takke yKa-
3arh, uTo cBepxHu3skue A03bl ['KC (menee 5 Mr/cyT) aKTUBHO
peiseiBaT cHmkenue MITK, a TKC B mpenenax ¢u3uoJoru-
yeckoil (3amMemaromeit — 57,5 Mr/cyr) 403bl OKa3bIBAIOT aH-
THOCTeONmOpeTHYecKoe JeicTBue.

Passutue ocreomoposa y fereit ¢ JOPA BbI3pIBalOT IHTO-
cTaTHUYeCcKWe MMMYHOJeNpeccaHThl (memompexcam, a3amuo-
npun, yurxnrocnopun A). J{auTenbHoe NpUMeHeHHe METOTpeK-
caTa BeJeT K MOJABJIEHHMIO AKTHBHOCTH OCTe00/IacTOB, CIOcob-
CTBYSl 9TMM PA3BUTHIO OCTEOIOpO3a, HO BCe JKe MPOTHBOBOC-
nanuTenbHBIN 9ddeKT MeroTpekcara (eMy IOKa HeT aJbTep-
HATHBBI) IlepPeKpbIBAeT BCe MOTEHIHAJbHO HeraTHMBHBIE €ro
addexTh npu Jevenuu gereit ¢ IOPA.

Iokasano, uro HIIBII o6najaioT Xopommum aHTHpPe30p6-
THBHBIM JelCcTBHEM, YTO MpeAOTBpallaeT MOTEPIO KOCTHOM
TKAHH.
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Jleuenne GONBLHBIX C OCTEOTIOPO30M

JlekapcTBeHHBIE Cpe[CTBa, NPUMEHseMble DA OCTEONOPO-
3e, MOXKHO pasfesIUTh Ha JABe rpynnbl: 1) TopMoasimue pe-
30pbIHuI0 KOCTH M 9TUM TopMossmue norepio MIIK u 2) ctu-
MyJIHpYIOIe o0padoBaHMe KOCTH H Jalolue aHAGOJIMYECKHM
addexr. K nepBoii rpynme cpeicTB OTHOCATCA npenapambt
Kaibyus, ICMpozenvl, KAILYUMOHUK U Ougocpornambr. OHE
JloJI>KHBI HadHadaThes GoabHBIM IOPA B mensix mpoduiaakTu-
KM ocTeonopo3a Ha ¢oHe nmpumeHeHHss I'KC M OUTOCTATHKOB.
Hapsay ¢ atum onenka addexTHBHOCTH GudochoHATOB MOKa-
3ana, 4TO OHH, o6Jajas MOIIHOW AHTHPe30POGTHBHOW AKTUB-
HOCTBIO, YMEHbIIAIOT SABJIEHHUS OCTEONopo3a M NMPH3HAKH BOC-
najeHusl B cycTaBe.

IIpu ocreonopose a¢¢eKTHBHO HadHAUeHHWe GOJBHBIM KOM-
mjeKca, BKJIOYalomero B cebs aKTHBHBIe MeTaGONNTEI 6uma-
muna D (MOXKHO TOAKJIOUATB pPbiOUll HUP) U KANbUUMOHUH
(muaranrvyurk). VcnonsayloTes UX BO3pacTHhIE JO3HPOBKH. Jle-
yeHMe J0JIKHO OBITH ATUTENbHBIM (He MeHee 6—8 mecaAnes).

MuakaJbUuK OpeAcTaBiasieT coboil HCKYCCTBEHHO CHHTE3H-
POBaHHBIM KaJbLUTOHHH Jococd. OH BeImycKaeTcs B ABYX
JleKapCcTBeHHBIX (OpMax: pacTBOp MAJIA MHBEKIMH M Ha3aldb-
HBIH aspososib. Ilo MexaHU3My HeHCTBHA MHAKAJBIUK aHAJO-
rMueH KaJbIUTOHMHY dYesloBeKa, ofgHako B 30—40 pa3 mpe-
BhIIIaeT ero mo addeKTHBHOCTH M obiagaer Gojee AIHTENb-
HBIM JelicTBHeM. MuakaJbOUK yrHeTaeT pe3opOIMI0 KOCTH
nyTeM MOJABJIEHHS Mposudepanuu " ¢epMeHTHOH aKTHBHO-
CTH OCTEOKJIACTOB. DTOT AHTHUPe30POTUBHEIN addeKT, Mo Beei
BUMMOCTH, YMeHbILAeT CKOPOCTh AeMHHepPATH3aUU KOCTH H
paspylieHHe KOCTHOro MaTpukca. Hapsamy ¢ aTUM MHaxalb-
MK KOHTPOJMpYeT AaKTHBHOCTH ocTeobiacToB, obnanaer
aHAJbreTMYECKHUM JeficTBHEM, MeXaHH3M KOTOPOro -CBA3aH C
NOBBINIEHUEM B KPOBH KOHIeHTpanuy [-osHI0pdUHOB.

Takum o6pa3doM, cuuTaeTcs, YTO MHAKAJIBIUK IOAABISET
pe3opbuHuI0 KOCTH, BBIBBAHHYIO [JIMTENbHBIM IPHEMOM CTe-
POM/IOB, CTHMYJIMPYeT aKTHBHOCTb OCTe0GJIACTOB, CTAOHIM3H-
pyeT Maccy KOCTHOW TKaHH. DTO CHHIKAeT PHCK IepeJIoMOB, Y
NanMeHTOB MCYe3aloT GOJMM B KOCTAX, MOBBIMIAITCA (GYHK-
OHMOHAJbHBIE BO3MOXKHOCTH, T. €. yJydYlIaeTc KadecTBO HMX
JKUBHHU.
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B mocnegHee BpeMs IpPHU TeHepajJM30BAHHOM OCTeOIOpO3e
IIMPOKO HCIOJB3yeTcs KOMOMHMDOBAHHBIH IpemapaT 0cmeo-
2eHOH, COIEpIKAIUil BA AKTHBHBIX KOMIIOHEHTAa: NepBbIH —
occeMH — OPraHMYeCKMil KOMILIeKC, COCTOAIIMN M3 KoJiare-
Ha, pANA HEKOJJIATEHOBBIX 0eJIKOB, cpeAH KOTOPBIX BhIJee-
HBl ¥ paccunTansl dakropsl pocra (TGF-B, IGF-I u IGF-II), n
crenuduUeckoro KocTHoro Genka (ocTeoKasbIMHA); BTOPOH —
PMAPOKCHATIATUT — HeOPraHMYeCKMil KOMILIEKC, BKIIOUAIOIIMiL
B cebs1 KanbIuit 1 docdop B ONTUMATILHBEIX GHOJOTHYECKHUX CO-
oTHOIIEHMAX. Biaromapa ABoitHOMYy AeiicTBHIO — aHabonuue-
cKOMy (aKTHBHM3amus ocTeo6]acTOB) M AHTHKATAGOINYECKOMY
(monaByIsieT aKTHBHOCTH OCTEOKJIACTOB) — OCTEOreHOH aKTHBHO
BoccTaHABIMBaEeT (BUIHOJOTHUECKHI GasaHC Mexay Kocreobpa-
30BaHMEM W pe3opbmumeil KOCTH, YeM NPOTHBOJeHCTBYeT PadBH-
THIO ocreonopoda M ysenunumsaer MITK. Hamu HaxomieH Imo-
JIO’KUTeNbHBIH ONBIT MCIOJB30BAHHS OCTEOTeHOHa Yy [eTeif,
anurensHo crpagaromux IOPA. Xopomuit aHTHOCTEOIOpeTHYe-
ckmit abdexT HabmOfaeTCA NPH AMUTeNbHOM (He MeHee 6 Me-
csALeB) MpYMEeHEeHHU OCTeoreHoHa B Jode He Huke 1600 mr B
cyTky (2 Kancyssl). Mbl IpoBesin JiedeHHe JeTeil ¢ 0CTEONopo-
som npu IOPA ocTeoreHOHOM B COYETAHHH CO CIMPYKMYMOM
(xondpoumuna cyavgam) — TpenapaTtoM, 06JazaloMIUM BBICO-
KO permapaTMBHON AKTHBHOCTBIO XPAIIEBOH TKaHM, M TaKxke
HmoXyunIu oBHAJeKMBAIOIINE De3yJbTaThl. DTO MO3BOJIAET pe-
KOMEHJIOBATh HMCIOJIb30BAHUE IIPerapaToB AaHHBIX TPYNI IPH
nevenuu gereii ¢ IOPA y»xe Ha caMBIX PaHHHUX CTQUAX Pas3BH-
THSA OCTeOIOpOo3a ¥ BOCIAJMTE]LHOro mpoliecca.

Ilpu ocTeomopode MOMKHO TaKKe PeKOMEHJOBAThH HCIOJIb-
soBaane 6udocdonaros I u III nokonenwmit (pusedpornam u
u6andporam). Ho omplTa MCIOJB3OBAHMA MX B MeauaTpude-
CKOM IpaKTHKe MOKAa HeT.

TACTIAHCEPH3AIINSA H PEABHJIATALIASA
IETEH, BOJBHBIX IOPA

OcHo6Hble 3a0avu peemMamonoza 6 NOAUKNUHUYECKUX
ycroguax:

W 3axkpenuTh 9pdEKT TepanHn, MOAABITIONIeH aKTHBHOCTD
nporuecca;
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W nojjep’KaTh KIMHHKO-UMMYHOJIOTHYECKYIO PeMHUCCHIO;

W onpeJeNMTh U peajn30BaTh NYTH peaGUIUTANNM (QYHK-
LMOHAJILHBLIX HADYIIeHHWH, UMelomuxces y pebeHKa.

DTH 3afauM pemaloTcs NPHU NPOBeJeHMH OOIIero KOMIJeK-
ca MeponpHUATHI, NHAUBUAYAJIBHO MOAGHPAEMEIX AJA KaX[0-
ro mamueHTa, crpagawomero IOPA, Tak Kak OHM 3aBHCAT
oT Bospacra pebeHKa, GOPMEI M HJIHTENLHOCTH GOJNe3HH, Xa-
pakTepa HapyIIeHHH €O CTOPOHBI ONOPHO-ABUIATeJbHOTO am-
mapara.

Ilocsne BBIMMCKM M3 cCTallMoOHapa B TedeHHMe 1 roja KOH-
TPOJIb OCYINecTBJIsieTcs Kaxk[asle 3 MecAna, B HocieAyrolue
rojibl, ecM peMuccHs cToiikas, — 1 pas B 6 mecanes (upu He-
06X0ANMOCTH — daie).

Konmponvs BKIOYAeT: OCMOTP NeAHAaTpa, PeBMATOJIOra,
CMeIXHBIX CIelHaJucTOB (OTOPHHOJIAPHUHTOJIOT, OKYJIHCT, Op-
TOINeJ, CTOMATOJIO, HEBPOIATOJIOT M JP.).

Jla6opamoprbii KOHMPOR®L TNpefyCMATPHBaeT paHHee
BHISIBJIeHMe [WHAMHKH Iponecca: ofIuii aHANM3 KPOBH, MO-
yM, GHOXMMHYECKHH AHAJNN3 KPOBH, IO BO3MOXXHOCTH HMMY-
HOJIOTHYecKoe Hcclle/loBaHHe.

DynKyuonanvrbvie 06A3AHHOCIMU PE6MAMON02A:

W oleHHUTH XKalobbl pebeHKa, HX XapaKkTep, AHHAMHKY;

M ONeHUTh AHAMHEe3 3a MpeJIIeCTBYIOIMH OCMOTPY IEpH-
oz (6omen nu pebeHOK 4eM-InGO, AMUTENBHOCTh GoNe3HH, YeM
Jledusica U T. 1.);

M OCYIIEeCTBJIATh KOHTPOJb 3a caHallWeidl 09aroB XpoHHYe-
cKoil MHGeKIHuH (JIOp-OpraHsl, 3y6hl);

B oUeHHUTh (YHKIMOHATBHOE COCTOSHHE CycTaBoB (CKo-
BAHHOCTb, 0OJIM, CHHOBHUT, NMPU3HAKH YJY4YIIeHHSA HJIH HpO-
rpeccUpoBaHuA);

B onpejeUTh PEHTTeHOJOTHYECKH CTAXUIO apTpuTa (PeHT-
reHorpamMma cycTaBos — 1 pa3 B rof);

B YCTAHOBHUTbH HAJHYHe, XApPaKTep U CTelleHb OCTEOmOpo3a
(peHTreHosoruvecku — 1 pa3 B rof);

B oueHnTh NpubaBky B pocte (3a 6 Mecsmes, 3a 1 rox) u
JMHAMHKY Macchl TeJja;

B NpOBOAMTH KOPPEKIMIO aHEeMHHM M CKPBITOTO XKeJie3o/e-
¢dunuTHOrO cocTofHMsA (Mo ob6meMy aHANIM3Y KPOBH, IPH He-
06XOJUMOCTH OIpeJieJINTh YPOBEHb CBIBOPOTOYHOTO JKesesa);
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N oueHHTH sddeKTHBHOCTH OasucHOW Tepanuu (moJo-
JKATeNbHAS AAHAMHKA, OTCYTCTBHE ee, YXYAIIeHHe);

B CAMOCTOATeNbHO pellaTh BONPOC O CBOeBPeMEeHHOH 3a-
MeHe GasMcHOro mpemapaTa APYIMM, He JOXKHJAfACh YXYAIIe-
HUA cocToSHUA pebenka (kaxable 2—3 roga);

B 1of06paTh afeKBaTHYIO (MHAMBUIYAIBHO) A03Y 6asuc-
soro npenapara (I'KC, HIIBII, memompekxcam);

M TPOJOJIKUTH HJIM CBOEBPeMEHHO HA3HAYHTL CHHAPOM-
Hble IpenapaThl:

m A yaydmeHus Merabonuama — BHTAMUH A, rpynna
sumamunos B, C, E, D, pvlOuil xup;

m OHBUMOTepanuIo (600€H3UM, PNOZEHIUM, MYNCAL);

m 1pu Heo6XOAMMOCTH — npenapamol xenre3a, gorue-
8Y10 KUCIOMY;

W cBOeBpeMeHHO HA3HAYMTh JledeHHe IpPH OCTeomopose
(ocmeozenon u Ap.);

B Opu HapyIIeHHH TPOGHUYECKHX MPOLECCOB HA3HAYUTH
puborcun, accenyuane, unosue-F u ip.;

M B KauecTBe MMMYHOCTHMYJHMPYIOI[ero Ipemapara Ha-
3HAUMTH CnJeHur — 1 My BHyTpUMbIIIeuHO 1O 10 mEBeKIU
3—4 Kypca B roj;

W npu HeobxoauMOCTH, Kypcamu 1-2 Mecsna Ha3HAYHTDH
AHTHONPOTEKTOPH! M Je3arperaHTsl (KYpanmur, dunupuda-
MOJ, mperman ¥ Ip.) B YMePeHHBIX 103aX;

M IpHM He3HAYMTEJbHBIX IPHU3HAKAX OBOCTPeHHS CyCTaB-
Horo cuuApoMa (6e3 SBHBIX T'yMODAJIBHBIX NPOSBJIEHMN) Ha-
3HAUMTH BHYTPHUCYCTABHOe BBeJeHHe KeHAJ02a WIH Ounpoc-
nana (2—-3 nEBeKOUY ¢ HHTepBasoM 1 MecsN);

W B IeJsaX nojaydeHus aHTHGHOposHOro adderTa MOXKHO
DeKOMEH/OBATE KypC JeueHHsi 3adumernom (kemomugeron) B
Teyenne 3—4 MecsimeB. DTH mpemapaThl 06JafaloT CIOCOGHO-
CTHI0 MHrHOMpOBATH [EerpaHYJIANMIO TYYHBIX KJIETOK, YTO
TopmoauT $pubposzoobpasoBaHne B COENHNUTENbHOMH TKAHH;

B HasHAYNUTH MecTHoe JedeHue (DMSO, masu, renu, ajek-
Tpodopes ¢ JuAa30i);

W HasHauuThH Maccaxx, JIPK, sakanuBaHue;

M peKOMeHJOBATh TPYAOTEpPANHi0 (JIemuTh, IUHTh, PHCO-
BATh U T. A.);
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B HA3HAYUTH JlasepoTepanuio (JasepOMATHUTOTEPANIHIO)
kypcamu. IlesecoobpasHo TONBKO Hapy’)KHOe JadepHOe O6Iy-
YeHHUe.

Ilna peabunumayuu Hapspy c¢ GuaMoTepanueir, macca-
JKeM, TPyJoTepanueil B IocJeJHHe TOABI CTaja MIUPe MpHUMe-
HATbes peBMooproneaus IOPA. BriensioT KOHCePBATHBHYIO
opTromeaMI0 U Xupypruueckyio. Koncepsamuenas opronenus
npefycMaTpUBaeT apTe3MpOBaHMEe CYCTAaBHEIX Aedopmamuit
npu IOPA. Hcnonb3yioTess craTudecKue apTe3s! (LINHEI, JIOH-
reThl, CTeJbKH) M AUHAMHUYECKHEe B BHJE JIETKHX CBEMHBIX
annapartos, ofecrneYMBaKIIUX BO3MOXKHOCTh CTAGHIN3NPOBATH
cycTaB, co3JaBas eMy HOpPMaJIbHOe oceBoe BpamueHue. s
apTe3MpOBAHUA NPHUMEHAIT MJACTHYeCKHe, MOJUMEepHBIe H
TepMOIlJIaCTHYeCKHe MaTepuHasbl TUMa TedJIOHA, MOJHCTHPO-
Jla, MOJNMBHKA. Ba)XHO, YTO OHHM o6GecneYuBalOT IpephIBUC-
ToCTh MMMOOGMIM3anuu. MX MOXKHO CHHUMATH NPH 3aHATHAX
(UIKYJIBTYPOH, TPYAOTEPAIIUU U T. [.

B KOHCepBATMBHOM OpPTONEJUYECKOM JIe9YeHHH OGOJIBHBIX
IOPA Gonpluoe 3HaYeHHMe HMeeT ycTpPaHeHHMe CrubaTesbHBIX
KOHTPAKTYP KOJIEHHBIX CYCTaBOB. [[JIf 3TOro MCIONB3YIOTCH
VKJAJKH C rpy3aMi, JledeHHe C MOMOIIbI0O OaJlKaHCKUX paM,
aTanHas peJpeccanys TMIICOBBIMU MOBA3KAMH.

Xupypzuvweckas oproneius IpejycMaTpHBaeT IpOBeJe-
HHUe CHHOBOKTOMHMM Ha DaHHUX dTamax aKTHBHOIO apTPHTa, a
mo3)ke TEHOTOMHH, Kamncygoromuu. KocTHo-miracTuueckue
omepauuu y jereil He Hauuin npumMgHerns mpu IOPA, Tak
KaK [PH BTHUX BMeIIaTeJbCTBAX MOTYT IIOBPeXTAThCA 30HBI
pocTa TPyGUaTBIX KOCTeH.

Ocoboe 3HaUYeHHe B KOMILIIEKCHOM JedeHnu fereir ¢ JOPA
UMeeT ICUXOTepanus.

IOPA - Tsikenoe XpoHHMYecKoe 3abojieBaHHe, NO3ITOMY Y
NanMeHTOB W Bpadeil 4acTO BOBHHMKAIOT BOIPOCH! IO IOBOAY
TAKTUKH JIeYeHHs, OPOrHosa. B aTHX ciyuyasfiX OrpOMHYIO
PoJIb UrpaeT B3aMMOOTHOIIEHNE Bpaya ¢ 60JbHBIM.

OueHb Ba)XHO, AJE€KBATHO OL€HMUB IICHXOJIOTHYECKOe CO-
CTOSIHMe MallMeHTa U ero poauTesiel, O3HAKOMUTb HX C CYThIO
saboneBanus, ubo IOPA, kak y»ke oTMevanoch, — 9To «Bo-
Jle3Hb HA BCIO JKMBHB» M 3aja4a Bpaya — «HAYYUTH NMamueHTa
¢ Helo XUTb». TOJBKO TAKOH MOAXOJ YKPENHUT COAPYKecTBO
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:

Bpaya ¥ NalMeHTa, YTO B MTOre NACT ONTHMAJbHEIH Je-
yebublil apderr. O HegocTaTKe MHGOPMALMK H O HEYNOB-
JIETBOPEHHOCTH BPAa4OM TOBOPHT TOT (aKT, YTO HEKOTO-
pele GoabHBIE (M HX DOACTBEHHMKH) MINYT MOMOIUIM Yy 3KC-
TpaceHCOB, KOJAYHOB M T. X., B IHOCJeAYIOIleM BO3Bpa-
masack K JOKTOPY CO 3HAUMTEJNbHBIM YXYAIIeHHeM CO-
croaHus. Bce aT0 06OCHOBHIBaeT HeoOGXOoAMMOCTh Gosee
MIMPOKOro BHEJAPeHUs SHAHHMH MO MeIMIMHCKOH MCHXOJIO-
MU cpejM NPaKTHYeCKHX Bpadeil — peBMAaToJIOroB, MeJH-
aTpPOB M TepameBTOB.

TIIABA 5

CUCTEMHBIN CKJIEPO3 (CC)

CC (paHee — «CHCTeMHAs CKJIepOJepMUsA») HU3BECTeH ¢
1643 r., a TepMHH «CKJepOAepMUs» BBeJeH I'MHTpakoM B
1847 r. Ho Tonbko mocye 40-x rogoB XX B. Gnaropaps pagy
dynmamentanbabix uccaegoBanuii CC 6bI1 OTHECEH K CHCTEM-
HBIM 3a60JIeBAHUAM COeUHUTEIbHONW TKaHHU.

Ilo ompenenenuio psina asropos (H. T. Tycesa, 1993,
I. R. Seibold, 1993), CC — aro mporpeccupyioliee MOJIHUCHH-
ApomHOe 3a6oJieBaHNe ¢ XapaKTepHbIMU U3MeHeHHSMH KOXKH,
ONOPHO-/IBUTATEILHOTO AaNIapaTa, BHYTPeHHUX OPraHoB (yier-
KHMX, cepAla, IHIIeBapUTeJbHOro TPAaKTa, MOYeK) M pacipo-
CTPAHEHHBIMH Ba30CHACTHYECKMMH HADYIIeHMAMH II0 THIY
cuggpoMa PeifHo, B OCHOBe KOTOPOro JIeXKaT MOpaskeHue Co-
eIMHUTEJLHONU TKaHH ¢ npeobiafanueM ¢pudposa u cocyaucTbie
paccTpoiicTBa 0 TUIY 0GJIMTEepPHPYIOLero dHAAPTePUUTA.

B rpynne cucreMHBIX 3a6ojieBaHMII COeMHMTENbHON TKa-
HH 1o yactore y B3pocabix CC 3aHMMaeT BTOpoe MecTO Iocle
CKB. B nocyegHue roasl oTMedaercss HEKOTOPBIH pocT psaa
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¢opm CC y mereit u moxpocTkos. Ilo pamrsiM BO3, mepeuu-
Has sabosnesaemocth CC Kosebnercss or 3 mo 12 caydaeB Ha
1 maH HaceneHus. Cpeau B3pOCJIBIX dYalle GoJeOT KeHIIHHBI
(15:1), cpeau feTeil M MOJAPOCTKOB 3HAYMTEJILHBIX IOJIOBBIX
pasnuunit He BhIsiBNeHo. CC BeTpevaeTcss BO BCeX KJIMMATO-
reorpadMuecKMX 30HAX 3eMHOrO IIapa, HECKOJbKO dalle 3a-
GoseBaHMe TIOpaXkaeT JIMI, HerpouAHo# packl. Hepenko Berpe-
yaloTes cemeiliHble cayuau sabonesanus CC. ITmk 3aGonepa-
Hus Habmonaercsa B Bogpacte 30—-50 ser.

9THOJIOTHUS U ITATOTEHE3

BakHoe 3HaueHue B BosHMKHOoBeHMH CC mpupaeTcs rese-
THYeCKMM, MMMYHHBIM H BUPYCHBIM (paKkTOpaM, OpPH B3aWMO-
JeCTBUM KOTOPBIX Ha YPOBHe MHUKPOIMPKYJSATOPHOTO pycia
pasBuBaercsi NPOJAYKTHBHOE IO XapakTepy MMMYHHOe BocHa-
NeHWe, B peayJbTaTe Yero Hapymaercs mnpomecc (hu6po3oo6-
pas3oBaHHMA, NPUBOAAIIMH K oOJIHMTepanvu AapTepHONAPHOro
cocyaucToro pycia. YcraHosieHa cBsdb CC ¢ HOCHTENBECTBOM
anTureHa rucrocoBmectumoctn HLA-DRS.

TeHeTHUecKHe «aAedeKThI», Jiexallde B OCHOBe Pa3BUTHA
sabosieBaHHs, BechbMa pasHooGpasHbl. OHM MOryT KacaTbeCd
ocobeHHOCTell MMMYHHOH CHCTeMbI B IeJIOM, NPOSBIATHCA
AHOMAJMAMH APXHTEKTOHMKH CTPYKTYPHBIX GeslKOB COCyRH-
CTOW CTeHKM U HapylleHHeM COOTHOLUEHHs IPecCOpHO-
JlenpecCOPHBIX MeXaHH3MOB peryisamin CoCyAUCTOro TOHYCa
Ha ypoBHe aprepHoi. 3 MMMyHOJOTHYeCKHX (AKTOPOB BO3-
aukHOBeHnst CC MHTepec NpejCcTaBiseT BhIABJIEHHE Yy OTHX
GOJIBHBIX BBICOKOI AaKTMBHOCTH TYYHBIX KJeToK H T-XenmepoB
2.ro Tuna (Th-2), uro B caMoM Hadajle OpHeHTHpYyeT BocHa-
JIMTeNbHBIA MpolecCe Ha XPOHMSAIMIO ¢ AKTHBHEIM (uOGpO30-
obpagoBanueM. PeHOTHNHYECKHe «JedeKThI» HeHpoIH/O-
KPHHHOI M BereTaTHBHON (YHKIHOHANBHONH AKTHBHOCTH Cep-
JIe4HO-COCYMMCTON CHCTEMBI TAK)Ke MIpaioT ONpeleseHHYI0
poab B pasBurun CC. B mospay 9TOro roBOpHT TOT ¢akKT, 4To
CC oueHb YACTO MNpeJNIECTBYIOT CTPECChI, INepeoXJaXKAeHusd,
TPaBMBI, TSKeJble MH(EKIHOHHBIe 3a00JeBaHHSA, ONEPATHB-
Hble BMeIIaTeJbCcTBa U T. J.
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KJIAHAYECKAS KAPTHHA

Havuasmmnit B gerckoMm Bodpacte CC nMeeT B mocjeayioiieM
OTJIMYUTENbHbIe YepThI: KaK NpaBHJIO, IpeobagaloT cycras-
HO-MBbIIIeYHbIe U3MeHeHHs, HePeJKO IPUBOJAIIME K CTOMKHM
KOHTPAKTYPAM CYCTABOB MJIM K HeJOPa3BUTHIO KOHEYHOCTH, &
BHCILepaJbHble MpPOsiBIeHMs 0oJe3HM BecbMa yMepeHHBIe.
O6b1yHO GoJle3Hb HaumHaercsi nocrerneHHo. Hambosee uacTto
NepBBIM CHMITOMOM ee ObIBaeT YNMOPHBIH aHIMOHEBPOTHYE-
cKkMit ¥ (MJM) BadocnacTUYECKHH KOMIOHEHT IO THUNY CHH-
npoma PeiiHo, Ha BTOPOM MeCTe CTOMT CYCTABHOM CHHAPOM
(apTpasrum, HapacTaollas TYromoABHKHOCTbL CYCTABOB) C 3a-
MHTePeCOBAHHOCTHI0 MEJKHX M CPeJIHHUX CYCTaBOB, IPEeUMy-
mecTBeHHO KucTed. I103)Ke MOABNAETCA KOMHBIH KOMIIOHEHT
B BHUJle TJIOTHOTO OTeKa ¢ MOCJeAyIolell MHAypanuei U aTpo-
(ueit yuactkoB Koxu. OTeK MMeeT CHHIOIIHBIN OTTEHOK, 00
MHAYPATMBHOM XapaKTepe ero JWHAMUKH CBUIETE]bCTBYET
HATAHYTOCTb KOKU (He Gepercs B CKJaJKy), a o6 aTpodude-
CKOM CTaAMM Ipolecca — MCTOHYEHHE KOXKH, MOSBJIEHHE Te-
JIeaHTMAKTA3UU M M3bA3BIeHMH. CnycTa rogel B 3THUX ydacT-
Kax TKaHei obpasylorcd KaJbIWHATEI.

Hcxonsa ua 6onee ueM 25-1eTHero onbiTa paboTel, MBI MO-
JKeM CKa3aTh, YTO y AeTell 9T0 3abosieBaHUE MMeeT BBIPAXKeH-
Hblil NOJMMOP(U3M, BaPbUPYIOMMI OT MAaJOCHMMITOMHBIX
dhopm Gea ABHOI reHepaIM3alUy Ipolecca K0 TAXeJbIX, Gbic-
TPONpPOTrpeccUpyOIUX (¢ BoBJIeYeHHEM BHYTPEHHHUX OPTaHOB)
BAPUMAHTOB CHCTEMHOro o61HTepUpyloniero aprepuoaodubposa
(ckyeposa). IlpuumMHEI KiaumHAYecKoii BapuaGembHoctn CC y
IeTeil MHOrooOpasHBI M KPOIOTCA INpeX<Je BCero B reTeporeH-
HOCTHM 3THMONATOreHeTHYeCKUX MexaHu3MoB. Ocobyio posb ur-
paer BodpacT peGeHka, B KOTopoM Hauayock 3aGoseBaHMe.
Yem MOJIO)Ke MALMEHT, TeM BbIpakeHHee y Hero MopakKeHHs
ONOPHO-MAIIIEYHON CHCTEMBI, NpOfABIAOIIMecs aTpoduei c
HapylmeHuWeM pocTa KoHeuHocTeil (remucdopma). Ha atom do-
He, KAK IPaBHJIO, BUCIepPajbHbIE NPOSABJIEHHA MHUHHMAJbHBI.
V pereit crapumero Boadpacra 3abosieBaHHMe dYalle NPUHHUMAaeT
XapaxkTep MOAOCTPOro, MeJJIeHHONPOrpecCUpYIOLIero CHcTeM-
HOTO mpolecca, B KOTOPOM Ha MepBBIil IJIaH BLICTYNAeT KO-
Hullt cuHApoM. Ilpm auarHoctuke CC HeoGxoamMo YeTKO
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NpefCTaBAATh €ro KJIWHWYeCKHe NpPOABJIEHHd, U3 KoMOHHa-
nHif KOTOpeIX OpPMHUpYeTCs TOT MJIM MHOW BAPHAHT GOJIe3HH.
VuuTHIBAA 3TO, CJeAyeT OGCYAUTH OCHOBHBIE CHHJIDOMEI, X&-
pakrepuayiomue CC.

Ilopaxenne KOEKH

Ilopa>kenne Koxku — 3To HauGosmee TummuHbni ana CC
cnaapom. O Berpevaercss y 80% GONBHBIX M O3TOMY MMeeT
Ba’KHOe JMATHOCTHYecKoe 3HaueHHWe. I[TopajkeHHe KOXXH, IpPO-
XojsIee IOCIef0BATeIbHO TPH CcTAAuM (OJOTHBIA OTeK, WH-
nypanus, aTpodus), dauie JOKaJIH3yeTcd Ha Jume (Mackoo6-
pasHocTb) M B obnacTH KucTeil (ckiepomaktunus). B psame
clydaeB MOXKeT Pa3BHBATHCH TOTAJIBHOE MOPaXKeHHEe KOXKH.

K mnposBIeHHAM KOXXHOrO CHHIpPOMAa CJlefyeT OTHOCHTb
TeNleaHTMOKTA3WH, HIBA3BIEHHA, AedopManuio HorTei, 06-
JIbICeHMe, TUMep- MJM MIONATMEeHTAIMI0 OYaroBBIX MOpaKe-
it koxkn. Hepegko MOpa)kaioTcsi M CJIMBHCTHIE OGONIOYKH
nonocT pra (cToMaTHT, GAPHHTHT). DTO MOMKET GbITH OXHHM
M3 HauaJBbHBEIX TNPU3HAKOB NPOrPecCHPOBaHHA 3aboseBaHHA ¢
PAHHHMM BOBJIleYeHHeM B MpoIecc BHYTPeHHAX OPraHOB, B 9a-
CTHOCTH KeJyJ0YHO-KUIIIeYHOro TPaKTa.

B 3aBHCHMOCTH OT XapakTepa KOXKHOroO CHHApOMA, €ro
PACTIPOCTPAHEHHOCTH BBIAEJNAIT AuMuUMUpOGankylo (orpa-
HAYeHHYI0) GopMy, P KOTOPOM IMOpakeHHe JIOKaJIH3yeTcHA B
obnacTH Jmma W Kucreil, u OJugp@ysnyro (pacmpocTpa-
HEHHYI0), [AJI KOTOPOil XapaKTepHO pacHpocTpaHeHHe Opo-
mecca Ha TYJOBHWINe, BepXHMe M HIKHHe KoHewHocTH. IIpm
nuddyanoit dopme koxkHoro cunapoma CC wame umeer 6BIC-
Tpomporpeccupyiomiee TedeHue, IPUBOAAMIee K PaHHeH HHBa-
JIMAHOCTH.

Cungpom Peiino

Cuupom PeitHo — 8T0, KaK M KOXHBIH CHHAPOM, OXHO H3
paHHEMX ¥ BecbMa dacThix mpossiermiit CC. Hanmume cuE-
npoma PeifHO NMpakTHdYecKH BCerja CBH/ETENbCTBYeT O reHe-
paymsanuu mponecca. KInEndecku OH NpPOABIAeTCS B BAAe
CIACTHYECKUX, ¢ YYBCTBOM OHeMeHMs, NePHOANYeCKH BO3HH-
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KAIOIIUX - COCTOSHUM, KOTOPble MOTYT DPACIPOCTPAaHATBCA HA
KHMCTH, cTOmbl. VIHOTAa YyBCTBO OHEMeHHs U TobesieHHe BO3-
HHAKAIOT B obnacTu ry6, numa. Curgpom PeiiHo MoikeT compo-
BOKJATh W BHcHepanbHble mopaskeuss CC. Hamu Habmona-
JIACH HeTH, Y KOTOPhIX MEepPHOAMYECKH TNOSABJIAKINMNCS Baso-
cnacTrdecknii cuaapom PeitHo mpeamectBoBan passuraio CC
3a HeCKOJIbKO JeT (oT roga o 3 yeT).

CycTaBHOM CHHAPOM

Knaccuueckue CKJjepojepMHYecKHe IIOJHAPTPUTHEI C Xa-
PAKTEpHO# «PeBMATONHO-ONO6HON KHCTHIO» (CHHAPOM Ka-
Ky) V Zmereit 6piBatoT penko. Jlna HuX Gosee XapaKTepHBI IO-
JNMapTPajrMi ¢ PAaHHMM BOBJEUeHHEM B IPOLECcC CKeleTHBIX
MBIIII, B BHJe MOJMMHO3UTA MJIM MHUONATHH, XOTs HaludHe
KJIMHAYEeCKOW KapTHMHBI MOJMMHOBUTa Bcerga Tpebyer mpose-
neEna auddepeHIHaIbHON JHATHOCTUKH C CAMOCTOATEbHBIM
3abosieBaHNEM — HAMONATHIECKUM JAepMaTo- WJIH MOJMMHO3U-
ToM. Yame Melmeunsiii komnoHeHT npu CC saBnsferca MacKoi
BOBJIEYEHMSA B IPOIECC CYXOXKHMJIMH M CBA30K CYCTaBHOTO all-
naparta.

Bucnepasasuasie npossiaenus CC

BoBjieueEHe B Ipolecc BHYTPeHHHMX OPraHoOB M CHCTEM
yKasblBaeT HA ero TeHepANHM3alHI0, ONpefelseT THAXKeCTb H
nporros CC.

Yame (y 80% mereit ¢ CC) mopaxcaercs senydouno-Ku-
weuwnwvil mpaxm. Moxer pasBuBaThcs 93oarut ¢ Aucharu-
eif; CHHMIKaeTCs NMEPUCTANBLTHKA M BO3HMKaeT Auiaramus 12-
NepeTHON KHUIIKM, TOHKOTO KHIIeYHHKA. PaHo MM MO3AHO
NPAKTHYECKN y BCeX feTeil BBIABJIAIOTCA MOBEPXHOCTHBIH aT-
podmnueckuil racTpuT, HePeAKO TrAaCTPOXYOReHHT. ¥ Jereil
CHMIKAETCS alleTHT, HapYIIAalTCA NPOoNecchl pacienyieHusa 1
BCACHIBAHMSA Ba)XKHENIINX NHINEBBIX HWHIPeAMEHTOB, MHHepa-
0B, BUTaMHHOB. Pe6eHOK XyfeeT, y Hero passBuBaeTcCs KeJe-
somedunuTHAas (HepeJKO B cOUYETAHNMH ¢ GeNKOBO- M BHUTAMH-
HOAeHIMTHON) aHEMHs, YTO B CBOIO Ovepe]b YCHJINBAET JAHC-
TpodMUeCKHe NpPOsBJIeHMS B opranrame. 910 HeobXoAUMO
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yuuThiBaTh npu JedeHnu GonpHbIXx CC. B ciydae BoBIeueHUs
B mpolecc TOJCTOro KHWIIeYHUKa (3T0 GbIBAaeT CpaBHUTEIbHO
peiKko) peGeHKa GeCOKOAT 3aMOPhI.

CkJiepoflepMHUYEeCKHH 930(aruT MOMKET OCJOMKHATBHCA racT-
poasodaraabHbIM pedIIIOKCOM, MAaCKHpys cofoif camble pas-
nuyHble 601K, B TOM YHUcJe ¥ 3arpyAUWHHEIE, HEpeJKO OLIH-
604HO MPUHUMAaeMbIe 3a cep/ledHBIe.

ITopascenue nezxux npu CC wame HOCHT XapakTep MeJ-
JIeHHO W TOCTelleHHO Pa3BHBAIOIIErocs OYaroBoro, a Io3xke
nuddysHoro mHeBModuOpO3a, HepeaKo ¢ YIJIOTHEHHEM, Je-
¢dopmanueit ¥ craedHbIM MPOLECCOM B 0GJACTH MeXXA0JIeBOH
meBpsl. B Hamreidt mpakTHKe OBLI ciydaif, Korga peGeHOK
(Iuma M., 13 ser) mocyie TpaBMBI TOJIEHH C «He 3a’KMBAlO-
muM», a, HaoGopoT, pacrmpocTpaHAIIUMcA (C ABJIEHUAMH
aTpoduu) B TeueHHe 5 JeT KOXKHBIM OYaroM M CJIYy4aiHO BHI-
SIBJIEHHBIMM M3MEHEHMAMHM B JIeTKUX (y4acTKH ImHeBModuGpo-
3a, yIJIOTHeHHe U AedopManus MexI0JNeBOi IIeBphl), MOJO-
JKUTeNbHON peaknueil MaHTy Ha NPOTSKeHHH roja JIedHJICH
no mosoxy Tybepkyaesa. OTcyTcTBMe AMHAMHKH 3aCTaBHJIO
mepecMOTpPeTh AMATHO3, W Ilocje HeOJHOKpaTHOH 6Gmomchu
KOXXM M3 odYara Iopa)keHHsi Ha rojleHH peGeHKy GbL1T mocTas-
nen auarHoa CC. Ilpu panbHeiimeM obciefoBaHuyM peGeHKa B
cTanuoHape ObIJIO YCTAHOBJIEHO, YTO B IMpOLeCC BOBJIEYEHBI
oprassl MUIIeBapeHHs (racTpuT, AYOXeHHT) W cepana (Hapy-
mIeHNs ATPUOBEHTPUKYJAPHOH NPOBOAMMOCTH, MHOKAp-
JINOCKJIepO3). =

IMopaxcenue nowex y nereit ¢ CC nabmofaercss pefko u
nposBisercs Ju60 NepcHCTHPYIONIeH M30THPOBAHHON IPOTeH-
Hypueii, 6o coyeTaHHeM ee C APYIHMH NPH3HAKAMH MOYeBO-
ro cmHApoMa. OTO, KAK NpPaBHJIO, He CBA3AHO C reHepaIm3o-
BAHHBIM NOPaYKeHNeM apTepHoJ M APYTUX COCYAOB MOYeK, PaHO
NPUBOASAIIMX K BOSHMKHOBEHHMIO KOPTHKAJBHOrO HEKpo3a, 4YTO
KJIMHAYECKH NPOABIAETCA HAPACTAIONIEH XPOHHUECKOH, Gblc-
TpONporpeccHpyiomeil MOYedHOH HeJOCTATOYHOCTHI0 M HOCHT
HA3BAHME «MCTHHHON CKJIepoepMUYecKoil MOYKH». DTOT BapH-
aHT nopaxkeHus nodex npu CC coueraercs ¢ odrassMomnaTueit,
nopaskennem I[HC u «Bj0KaYecTBEHHON» ApTEPHATBHON IH-
neprensaueii. OH onMChIBAETCA y B3POCJILIX, NPHYeM dYamle NpH
3nokavecTBeHHOM (ocTpom) CC.
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Hapsjy ¢ mopajkeHHeM IOYeK JJI OCTPOH (OPMBI CC xa-
paKTepeH B TedeHHe NePBOro rona saBoneBaHMs GBICTPO pas-
BHBaIOIMiica mporpeccupyomuii ¢uépos KoKH, NOAJeNKa-
LIIUX TKaHell, OPraHOB KeJYJOYHO-KHUIIEeYHOro TPaKTa, Cepa-
1a, JIerkux.

V Bapocabix nopaxcenue muoxapda npu CC apisercs
caMoii uacTO#f NPUYMHOK HMX CMepPTH, HepelKO BHE3AImHOMH.
O6bIYHO B MuOKapje (OpPMHUPYIOTCA OUaru CKJjeposa, IOfB-
JIAIOTCS  «HeMble 30HBI», KOTOpPble OOHADYKHBAIOTCS IPH
YNBTPA3BYKOBOM H 3JIeKTPOKApAMOTpadgpuuecKoM mccieloBa-
HuAX. KJIMHUYECKH aTO NposBiseTcs HapylleHHeM COKpaTH-
TenbHON (QYHKIMH MHUOKapa, uH(papkromomobuoit IKT, Ha-
pYIIeHHeM CepAedHOro puTMa M mpoBoguMocTH. Takux fp-
KHMX U3MeHeHHii co cropoHsl cepana y nereit ¢ CC He 6rpiBaerT,
HO BCe jKe cepjille He ocTaeTcs MHTAKTHBIM. TpyaHO cKasaTsk,
¢ ueM cBsi3aHbl Habmogaemas Ha OKI' MuokapauoxucTpodus,
cUH/(pOM AHC(YHKLINA CHHYCOBOro yana (Taxu-, Gpaguapur-
MU, MUTpanus BOAWTENs PUTMA U T. JA.), QTPHOBEHTPHKY-
napHas Gnokaga I cremenu, 6i0Kajbl HOXKEK MyYKa Tuca.
ITonaramoT, 4TO OYeHb AKTMBHOIO CKJIEPOAEPMHUYECKOro Mpo-
mecca B Muokapge y gereit ¢ CCJI Her, u6o eMy CBOHCTBEHHO
HM3HAUANBLHO IJIyboKoe HeobpaTHMoOe IOpaKeHue MHUKPOLMP-
KYyJATOPHOIO pycJa.

Ilo HamuM HaBIIOJEeHHUSIM, ONHMCAHHBIE BbIllle WU3MEHEHUS
CO CTOPOHBI cepAla, BhlsiBiAseMble y gereit ¢ CC, cnycrs Ka-
Koe-To BpeMs (2—3 ropa) Ha (hoHe Tepanmu¥ MMeJU AUHAMHUKY
u obpaTHMBbIii XapakTep, 4TO He COOTBETCTBYeT HCTHHHOMY
CKJIepolePMUYECKOMY Ipoleccy, 00d3aTellbHO NPUBOAALEMY
K MHOKApJIMOCKJepo3dy, B OCHOBEe KOTOPOTO JIeXKHUT 061nTepu-
pYIOIUiil 3HAAPTEPUUT COCYAMCTHIX 30H MMOKapAa. BeposiTHO,
N3MeHeHMs, oOHapy»<HMBaeMble CO CTOPOHBI CepAua y HeTel c
CC, cay»aT mposiBleHUAMH cuHApoMma PeifHo, Xors jpokasa-
TeNbCTB 3TOMY (KAK U ONpPOBEPIKEeHUs) HeT.

Mg He Habmioganu u nepukapautos y gereit ¢ CC, Hepen-
KO CONPOBOXKAAIOLUX 9TO 3aboseBaHMe Y B3POCBIX.

Iopascenue IJHC y nereit ¢ CC nabnionaercst oueHb pea-
KO, HO, PA3BUBIUHCH, MPOSABJsSeTCs KapTHHON sHIedanuTa ¢
CYJOPOKHBIM CHHPOMOM.
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KJIACCHOHUKAIIAA

B TepanmeBTHYeCKO# MPaKTHKe B 3aBUCHMOCTH OT AKTHBHO-
CTH M CKOPOCTH IIPOrpecCHpPOBAHUA IIpOIecca BHIAENAIT OCT-
poe (370KauyecTBEHHOE), MOJOCTPOE M XPOHHYECKOe TedeHHe
CC. V pgereit ¢ CC ocrporo BapHaHTa TeYeHHSA NPAKTHIECKH
He GbIBaeT, NpOIECC C CAMOTO Hayaja HEe3aBHCHMO OT €ro
KJUHUYecKo# (opMbl mpuobperaeT IOJOCTPBIA XapakTep €
nocieyIOIUM XPOHHYECKUM TedyeHHeM, MaHH(EeCTUPYIOIHM
cBOe Me/lJIeHHOE IPOrpecCHpOBaHuUe.

Kianaudeckas kiaaccuduranusa CC, ucnonp3yemass B Ha-
cTosimee Bpems Teparnesramu, npusefeHa H. I'. T'ycepoit B KHE-
re «Pesmatnueckue Gonesanu» (1997). CorsacHo aToif Kiac-
cubUKaANUH, Pa3IMYAlOT YeThIpe OCHOBHBIE (opMEl 3aGoseBa-
HHASA.

W Juggysnas cknepodepmus TNPOABIAKINAsACA TreHepa-
JIM30BAHHBIM MOpPa)KEHWEM KOXKHM C XapaKTepHHIMH NpU3HAa-
KaMH BOBJIeYeHUsA B IpolLlecC BHYTPEHHHUX OPraHoB (IHMINeBa-
PUTeNbHBINA TPAKT, CepAlle, Jerkue ¥ MOYKH);

B IUMUMUDPOBAHHAR CKNepOdepMUs NPOABIAIOIAACH
[peMMyIecTBeHHBIM MOpaXKeHHeM KOXKH JIUIA W KHCTed Hiax
B Bufe CREST-cuHApOoMa, Ha3BAHHOIO B COOTBETCTBHH C Ha-
YaJbHBIMH GYKBAMHM OCHOBHBIX €ro IPOfBJIEHHM:: KaJbIUHO3,
cungpoM PeitHo, 330()arut, CKJIEpOJAKTUIMSA, TeJeaHIHIKTa-
auu. Ilo MHeHMIO aBTOpa, OHa MMeeT Golee noGpOKavYeCTBEH-
HOe XpOHH4YecKoe TeueHue;

W overlap-cundpom (nepexpec'rﬂuu CHHJPOM) — codeTa-
aue mnposasnenuit CC ¢ npusnakamum CKB, pesBmaronmpHOro
apTPUTA UM JepMATOMHO3UTA;

B 106eHUNbHAR CKAepodepMuUs, TPU KOTOPOH Ha HEPBOM
MecTe CTOSIT OYATOBOe NMOpakeHHe KOXKH, CTePTBIA CHHAPOM
PeiiHo, HO PH 9TOM BBIPA)KEH CYCTABHOM CHHJAPOM C pa3BH-
THeM KOHTPAKTYP U YacTO ¢ AHOMAJIMAMHM Pa3BUTHA KOHEYHO-
ctu (ocobenno npu remudopme). BucnepaspHble DOPaXKeHHS
BBIPAYKeHb! He3HAUMTEJIbHO.

V pjereit uame BeTpeualoTcs IOBeHHIbHaf M AubdysHas
dopmer CC. Ilpu roBenunbHol dopme CC KIMHHYeCKHe IPO-
SIBJIGHUS M MCXOJABI B IEepBYI0 ouyepelb 3aBHCAT OT Bo3pacTa
pebeHKa: yeM paHbIlle Hauajcs Mpolece, TeM TAXejee HHBA-
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JIMAM3UPYIOLAs NalHeHTa aHOMANUA Pa3BUTHS KOHEYHOCTH.
Ilpu aroit ¢opme 3abosneBaHHsI HAMM dYallle OTMevajJoCh He
oYaroBoe, a CIMBHOTO XapakTepa (c BoBJeueHHeM GoJbIIOK
YacTH KOHEYHOCTH) IOpa)keHHe KOXKHM, NpHUYeM BeAYIIUM ero
nposBieHHeM GbIIO Hapacraiollee YIJIOTHeHUe (X0 AepeBAHHU-
CTOM TJIOTHOCTH) € MOCJIEAYIOLUM «YCBIXAHUEM» KOHEYHOCTH.
970 coyeTasoch ¢ MUHUMAJIbHBIMA M3MeHEeHUS MU CO CTOPOHBI
BHYTDEHHMX OPraHOB (JIerKHe, KeJIyAOUHO-KHILIEeIHbIH TPaKT,
cepAue).

Hamu Ha6iogaerca aesouxa (Ons K., 10 mer), 3abones-
mas CC B 1,5 roga. HecmoTpss Ha Bce npeAlpUHUMaeMble Te-
pameBTHUYeCKUe MepONpPHATHAs, Npollecc Mporpeccuposai. 3a-
Gonepanue wumeso remudopmy. K 8-nmeTHeMy Bospacty y
GosbHOU IpaBas BepXHAA, NpaBafg HMXKHSASA KOHEYHOCTH,
npaBas NOJIOBHHA JIMIA ¥ TYJIOBMINA OLIIM pe3ko aTpodupo-
paHbl. KOHeUHOCTH 1O JJIMHe ¥ PadBUTUIO OBIIM TaKue, KaK B
3-4-nerHeM BoapacTe. B mociepyiomeM y pebeHKa pasBuiach
KaTapakTa IIpaBoro rjiasa.

Nuddysuasa gopma CC y mereit ¥ MOAPOCTKOB, IO HALIUM
HabI0leEuAM, UMeeT CBOM ocobeHHOCTH. Benymum siBisieTca
PACIIPOCTPAHEHHBIN U HEYKJOHHO IPOTPECCUPYIOLIUN KOXK-
HBI CHHAPOM, XapPAKTePUIYIOIUMCA IIOCTENEHHO CJIMBAIO-
mumucs ovaramu atpoduu. IlopakeHue MOMKeT JIOKAJIHU30-
BaThC HA BepXHell 4YacTH TYJOBMINA, BOBJeKas B Ipolecc
KOXY INeM, JHIA, IJIe4eBOro mosica, a TAKXKe HAa HUXKHel
YACTH TYJOBMINA M HMKHUX KOHeuHOCTAX. IIpu aToM MEI He
HaGJII0/lay BRIPa’KeHHBIX NposiBleHUN curapoMa Peiino. Co
CTOPOHBI BHYTPEHHMX OPraHOB OTMeYasoch MOpaKeHue Iu-
IeBapUTEJ]LHOrO TPaKTa, N3MEHeHUs CO CTOPOHBI cepAma Obi-
JIM MUHUMAJLHEIMH W HOCHJIM B OCHOBHOM (PYHKIMOHAJIBHBIN
xapakTep. ¥ oxHoi 6osbHoii (Jlena K., 15 ner) uepes 8 ner
nporpeccupyouero Tedenus auddyssoi dopmer CC passui-
csl CY/JOPOKHBIM CHHIPOM, paclleHeHHBIH B MoOCJeAyIolleM
KaK NposiBJieHHe CKJepoZepMuyecKoro sHuedanura. JeBouka
yMepJa, Ha CeKI[MU JUArHO3 MOATBEPK/JeH.

3a MHOrue rojsl paboThl, IPH BCeM KJIMHHYECKOM MHOTIO-
obpasuu 3aGosieBaHMs, HaM He BCTpPeYAJMCh KJACCHYeCKHe
dopmer aumuTupoBanHoro (unu CREST-cunzpom) CC y ge-
Teif, a BOT BapMaHThl overlap-cuHgpoMa HaGilOxanuch, NMpHU-
YeM AMATHOCTHKA MX Bcerja mpejicTaBisja GosibIHe TPYAHO-
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ctu. Hepenko peGenky BHauase craBuica auarHos IOPA wmm
CKB, a B mocjeAylolieM NepecMATPHBAJICA B CBA3H C HEYK-
JIOHHO TpPOTPeccHPYIONIMM, XapaKTepHBIM Toabko aaa CC
KOYXHBIM CHHIPOMOM.

Takum obpasom, CC y feTeil U y B3POCJILIX — BechbMa IO-
numopdHoe 3aboseBanue. OHO Bcerfia MMeeT XPOHHYECKOE,
nporpeccupyoliiee TedeHHe, IIOITOMY OUeHb BAYKHO KAK MOXK-
Ho paHbme auarsocruposars CC, UTO MO3BOJUT CBOEBPEMeEH-
HO HAuaTh JieYeHHe.

JUATHOCTHKA

Ina panueit guarsoctuku CC ocooe 3HAUeHHe HMeeT Ha-
JIMYMe TPUAZbl CUMITOMOB: IJIOTHBIH OTEK KOXKH (OUaroBBIH,
pACTIPOCTPAHEHHBIN), CYCTABHOM CHHApOM (Yamle yHmOpHEBIE
nonuaprpairuu) u cuapom Peitno (uHOrpga 3MUB0AUYECKHH,
BHAYAJe NPOABJSIOUUNACA KOPOTKMM UYYBCTBOM OHEMEHHA H
nobesleHUs] KAKMX-JIU60 yYACTKOB KOXKH, MAaJbIeB PYK, HOT).
Paspa6oTaH KOMIJIeKC AuarHocTHYecKuX Kpurepues CC y
Bapocabix. OH BKJOUYaeT B ceGA pPAX OCHOBHBIX U JONOJHH-
TeJbHBLIX NPU3HAKOB, KOTOPhIe BIIOJIHE MOTYT HCIOJB30BATHCH
¥ B NeJHaTPUUYECKOH NpaKTHKe.

OcHo6Hble NPUIHAKU:

CKJIepoiepMHUYEeCKOe TTopaXkeHne KOXKH;
cungpoMm Peiino;
CYCTaBHO-MbINIeUHBII CHHAPOM (C KOHTPAKTYPOH);
0CTe0JIN3; -
KaJIbIMHO3;
6asanbHbli THeBMODHGPO3;
KPYMHOOYATOBBINH KapAHOCKJIEepos;
CKJIepoJiepMUUeCKoe [OpakeHHe MNHINEeBAPUTEIbHOro
TPaKTa;
W ckJepojgepMuuecKas HeponaTHs;
W HajguuMe crenudUYECKUX AHTHHYKJIEAPHBIX AaHTHTeN
(antn-Scl-70 u aHTHIEHTPOMEPHEIE AHTHTEJIA).

ﬂononnumenbnue npu3naxku:

M rUnepnurMeHTAn s KOXKH;
M TeJleaHTHIKTA3UH;
B TpodHYecKHe HAPYIIeHUS;
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W noJMapTpaiTuy;

N [OOJMMUAJITHH, TOJUMHUO3HUT;

W xpoHHYecKad HedpomaTHs;

W moreps Macchl Tesa (6osee 10 kr);

m ysenuuenue COD (Gomee 20 mMM/4);

® runepnporenHemus (6onee 85 r/mn);

W runeprammariobyausemMus (6oiee 23%);
m panuupe agtuTen k JHK naun AH®D;

m nanuuue PD.

IIpy Hanuuuy JTOGBIX TPeX OCHOBHBIX MPU3HAKOB MJHM CO-
yeTaHWHM OJHOTO M3 HHUX (CKJIepojepMHUYecKoe MOpaykeHue
KOIKHM, OCTEOJIM3 MJM CKJepoJiepMuyeckoe IOparkKeHue IMHIIe-
BAPUTEJILHOTO TPaKkTa) ¢ Tpems M Gosee XOMONHUTENbHBIMU
npusHakamu auar€os CC cuuTaercs ZOCTOBEPHBIM.

Bakuyio poas B AuarHoctuke CC mrpaer mopdosioruye-
cKoe uccleJoBaHue OMONTATOB KOXKHM MBIIIII, CIM3UCTOM 000-
JIOUKM JKeayAka. B GuoncuitHOM MarepHane OOBIYHO BBIAB-
nsioress Gubposuas TpaHchopManus TKaHeif, 0GiMTEPUPYIO-
muii mporecc B MMKPOCOCYAaX.

JTUADOOEPEHIIUAJBHASA TUATHOCTHKA

CC cnenyer nuddeperunposarts ¢ IOPA, CKB, nepmaro-
Muo3uToM. IIpM SHAHMHM KJIMHHKO-Ja60PaTOPHEIX NMPU3HAKOB
arux 3aboyeBaHMU, ¢ Yy4eTOM AMHAMHMKH Ipolecca, TPYAHO-
creil 06bIYHO He GbIBaeT.

CC y pmereit Heobxomumo AupdepeHNUPOBATL TaKIKe €O
cknepedemoii Byuixe. D10 OTHOCHTETBHO J0GPOKAUECTBEHHOE
3aboseBaHMe, XapakTepuayiomieecs OBICTPBIM pPa3BHTUEM
OTeYHO-MHJYPATUBHBIX HM3MEHeHUH KOXH M MOJJIeKalnx
rkaneii. TIporecc JOKaIMayeTcs IPeMMYIIeCTBeHHO B 061acTH
JIMIA W IIeH, HO MOXKeT PACTIPOCTPAHATHCA HA IJIeueBoil mo-
Sic ¥ COMHY, TPyAb, XkuBoT. Yamie 6oJei0T AeTH ¥ YKeHIIHHBI.
Druonorusi 3aboeBaHUSA HeM3BECTHA, HO HePeIKO eMy Inpen-
IIeCTBYeT CTPeNTOKOKKoBasf HHGeKnus. B mpoapoMasibHOM
mepuosie oTMedaloTes cyodebpuauTeT, MHAIIUM, APTPAITHH,
obmas ciaabocTs. BegymuM KIMHHYECKHM NPH3HAKOM SBJIS-
eTcsl mporpeccHpylolijee CHMMeTPUUHOe MOpa)ieHHe KOXH H
MOJIKOKHO-KHPOBOTrO C€JIosl, MOCTeNeHHO AOCTHraioulee Kame-
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HUCcTO# (MHOrAAa ¢ 6YyrpucTOCTHIO) IJIOTHOCTH. [lA cKiepefe-
Mbl Bymke He xapakTepHbl cuMHApoM PeifHo M mopakeHue
BUCIepaJbHbIX opraHoB. JlaGopaTopHbIe CABMIM dalle OTCYT-
CTBYIOT, B PEAKHMX CJIyd4asaX MOTyT GBITH yMepeHHOe HOBIIIe-
aue COD (15-20 mMm/u), yBeindyeHHe raMmariobyanHOB (X0
20% ) u yposusi IIUK. [luarso3 moaTBepKAaeTcA ¢ MOMOIIBLIO
6uoncuu (yTOJIIEHUs AePMBl M KOJJIATeHOBBIX BOJIOKOH, 04Ya-
ru numdbounHoi nHbuabTpanuu). O6s9HO cKkiepefeMa Bymke
uMeeT 106pOKaUYeCTBEHHOE CO CIIOHTAHHOM peMHccHell TedeHHe.
Cpeansas NpPOAOJIKMTENbHOCTh mpolecca — OT 6 MecAmes' 1o
2 ner. IlporpeccupoBanue Habionaercst odeHb pefko. OTMeua-
ercs TOPOUAHOCTH K MPOBOAMMOI Tepanmuu. B mocienane roast
ckJiepefieMa Bynike BeTpeuaeTcd 3HAYHTEJIBHO pexke.

V Gonee crapmux jereif, ocobeHHo y moxpoctkos, CC
HepeaKo cieayeT AuddepeHIHPOBATh ¢ JUPPY3IHbIM 303U-
Hopuneneim gacyuumom. 3aboneBaHHe MaJO H3YIEHO,
2THOJIOTHS ero HeH3BecTHA. B mociieHHe IoAbl OHO BhIZeNe-
HO B CAMOCTOATeJbHYI0 HO3oJorndeckyio ¢opmy. Ckiepene-
Ma Byumike, MHAynupoBaHHBIe JIeKaApCTBeHHBIE CKJepoJep-
MHUYeCKHe COCTOAHHWsA, orpandueHHast (mepudepudeckas)
CKJIepoJepMuUs Takxke TpeGyioT AuddepeHnUaNbHON AHATHO-
cruku ¢ CC.

Ins auddysHoro 303uHOPUIBHOr0 GacHuUTa XapaKTepHO
6onee octpoe, yem npu CC, Hauano, KOTOPOMY MOKeT Ipex-
lIecTBOBATh (pU3NUecKoe IepeHanpspkeHHe. 3aboseBaHue
NPOABJISAETCA CKJIEePOJePMONOLOOHBIM™IOpaXKeHHeM B 06IacTH
npeAnJieduii U roJieHeil IPH COXPAHHOCTH AMCTAJIBHBIX OTAe-
0B KOHeuyHocTH. llpu MopdosorndeckoM obclie[OBAHUH B
GuonrTaTe TJIyGOKHMX CJI0B KOXKHM M MOJAJIEXKAIUX TKaHeH
(MbIun ¥ daciuil) onpejesiercss 903HHOGHINA ¢ Mpeobiana-
HUEeM [AaTOJIOTMYeCKHX (BOCHAJIMTEIHHOTO XapakKTepa) H3Me-
Henuii B dacuuax. Cungpom PeiiHoO u BHcLepajbHBIe IOpa-
JKeHMs He XapaKTepHbl. BoJIeIOT B OCHOBHOM IOHOIUM H MOJIO-
nble My>kuMHbl. Habnogaercss xopomuil addeKkT OT JieueHUsA
PJIIOKOKOPTHKOCTEPOUJAMH.

Inarnoctuka auddysHoro sosuHoduIbHOrO (hacnuura oc-
HOBBIBAETCS HA COYETAHUH KJMHUKO-I1a60paTOPHBIX M MOP-
¢onornyecKux NPU3HAKOB:
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M CBA3H C TpeAIIecTBYIOIHM (PUIHUECKHUM MepeHamnpsxe-
HUEM;

N ocTpoe HayaJo ¢ YIUIOTHeHMeM TKaHei NpeuMyInecT-
BeHHO B 06JIACTM MNpeANJednil M TrojieHeif, CONPOBOKJaeMoe
orpaHMYEHHEM J[BHIKeHU;

M mopakeHHe KOXKH 110 THITY «aneJbCHHOBOM KOPKH»;

W pas3BuTHe CrHOaTeNbHBIX KOHTPAKTYP;

B 503uHOUINA B NeprdepHIecKoi KPOBH;

W xjerouHas WHuIbTpanua dacuuii c npeobiagaHueM
Makpodaros, TUMGOLUTOB ¥ TPUMECHIO 303UHO(DHUIIOB;

B NoJIOKHUTeNbHBIM 3Gh@deKT OT JiedeHHs KOPTHKOCTepOoH-
namMu u 6J1aronpuATHBINA POTHO3;

W runepraMMaryo6yJIMHeMus ¥ IOBbIIIEHHAS CO9.

Heo6X0AMMO OCTaHOBUTbCA Ha 3abosieBaHHH, HA3BIBAEMOM
02paHUYLeHHOU (nepugepuueckoi) cknepodepmueil, Tak
KaK B MocJefHHe rofbl HaMeTHJACh sBHAs TeHAeHIHs K yBe-
JIMUeHUIO ee JacTOThl y Aereil. OrpaHuYeHHAs CKJIepoAepMUs
BeTpedaeTcsl JOCTATOYHO YACTO, NPEMMYIIeCTBEHHO B JepMa-
ToJIorHYecKoil mpakTHKe. BonewT u AeTH, U B3pOCJbIe. 3abo-
JleBaHMe MOMKeT HauaThcs B JI06OM BoapacTe, AeBOuKH Goie-
JoT B 3 pasa uamie MaJbYMKOB. DBOJIONHSA U IPOrHO3 B I€JI0M
GIaronpUsATHLI. OTHOJOTHA U [ATOreHe3, KaK M Y 6OJIBIINH-
cTBa KOMHBIX 3abosieBaHHil, HeusBecTHBI. ITo XapakTepy mo-
pajkeHMsl KOXKM DA3ITHYAIOT JBe (OPMEI OorpaHUYeHHOH CKJe-
POZIepMHH: OYATOBYIO M JMHEHHYIO.

K owazoeoil ¢popme CKJIepofepMUH OTHOCAT pasjiv4HbIe
0 BHJY JIOKAJIM30BAHHBIE YUACTKH HOPAXKEHUsA KOXKH. Onn
MOT'YT BBHITVIA/eTh I0-Pa3HOMY:

B JeNUrMeHTHPOBAaHHBIE MJM THIEPNUIrMeHTHPOBAHHEIE
ouaru, MHOI/A C JIMJIOBBIM OGONKOM IO mepudepuH, YTO yKa-
3pIBAET HA HAJHMUYME JIOKAJNBHON BOCHANINTENbHON peaKIui;

m asebacTpoBo-6Gesblit MIIH BOCKOBHIHO-KeJITBIH odar yi-
JIOTHEHH;

M rpsAsHO-cepble MM OypoBaTO-KOPHYHEBbIE OUATH;

B CHHIOLIHBIe MM GpoH30Bble, ¢ GiecTAIIMM MepraMeHT-
HBIM OTTEHKOM, CO CIJIAXKEeHHBIM KOXKHBIM PUCYHKOM, OOBIYHO
OueHb IJIOTHBIE OYATH.

B ob6sacTH OmMMCAHHBIX O4YAroB KOXXa XOJIOAHAafA, MCTOHYEH-
Has, He GepeTcs B CKJIAJKY, TAK KaK CHasiHa ¢ IOJJIeXKAIHMI
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TKAHAMM M3-3a pasdBuUBLIeiicsi B Hell aTpoduu. Ckieponepmu-
yecKHe o4aru MOryT ObITh MeJKHMH, Pa3MepoM B HECKOJBKO
MUJIIMMeTPOB (KANWJUISAPHBIN BapHaHT), ¥ KPynHbIMHA (61s-
[IeYHBIH BapHAHT).

BnsumeuHslii BapMaHT MO’KeT OBITH JOCTATOYHO PpAacCHpo-
CTPaHEeHHBIM U [IPH €ro NMpPOrpecCHPOBAHUM HEOOXOAMMO IIPO-
BecTH yruybieHHoe obciefoBaHMe pebeHKa A MCKJIOYeHUA
TpaHcopMan MM orpaHnveHHOU ckiepopepmuu B CC, Xora
cyliecTByeT MHeHHe, YTO 9TO COBePIIeHHO pa3Hble, CAMOCTOA-
TeJbHBIE 10 cBoeMy reHedy 3aboneBaHumsi. OgHAKO ciexyeT
MOJAUePKHYTh, YTO AETCKUIl BO3pacT — 3TO OCOOLIH Iepuos B
JKMU3HU 4esloBeKa. BO3MOXKHOCTH M Pa3jMYHBII XapaKTep MM-
MYHHBIX [€pecTPOeK BO BpeMs CTAHOBJIEHHWS M DA3BUTHA HUM-
MYHHOII cHcTeMbl y pe6eHKa 4acTo HempejcKasyeMbel. B Ha-
meil NpakTHKe BCTPeYasMCh CJIyYad NPOrpecCHpPOBAHMsA Ie-
pudepuyeckoii GisiiiedHoi (JOPMBI CKJIEPOJePMHUH B Iybep-
TATHOM [lepHojie, XOT#A MepBble KOXKHBble OYard yaile NOABJSA-
nuck B 5—6-71eTHeM BodpacTe M 0co00H IMHAMHKM 3a HAUMH IO
ny6eprara He Habuogasock. B uTOre cmycTs rogbl KJIMHHKO-
nabopaTopHbIe MOKasaTeJy YKas3blBaJld Ha PasBHTHe y AeTeit
CC. BeposTHO, obHapyXeHHe y HeTeil ¢ mepudepudecKoi
cKyepofepMueit cenududeckux agTuresn antu-Scl-70 m amH-
THUIeHTPOMEePHBIX AHTUTEN MOIJIO GBI CIYKHTH B KaKOH-TO
Mepe NPOTHOCTMYECKMM KpUTepHeM BepOATHOH TpaHcdop-
manuu ee B CC. -

Juneinan ¢popma nepudepnyeckoil CKJIepoJepMHH dalle
MMeeT BHJ oyara Io THIY «yjgapa cabieii».

Psinom asropos (H. I'. T'ycesa u ap., 1984, 1993) paspa6o-
raga auddepeHnuanbHO-AMarHOCTHYeCKasA Tabauma 3aboiie-
BaHUII CKJepoJepMHUUecKoil rpynnsl (Tabu. 2).

IloablTOKUBASL M3JI0XKEHHOe, clleflyeT CKa3aTh, UTO 3HAHHE
KJMHUYECKHMX, JIaGopaTOPHHIX M MOPQOJIOrHYecKMX NpPH3HA-
KoB HauboJiee YACTO BCTPeYAIONIUXCA HA NPAKTHKe CKJepo-
JlepMonofo6HbIX 3aboJieBaHHI OTKpPbIBaeT NEPCHeKTHBY HX
paHHe#l AMArHOCTHKM, YTO MCKJIOYHTEJbHO BAXKHO NPH IPO-
BeJleHMN CBOeBPeMeHHOIl maToreHeTMYecKH OOOCHOBAHHOM Te-
panuu.
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Ta6a. 2. Juddepernuansa0-AHATHOCTHIECKHE TPH3TAKH 3aboseBammit
CKJIepOoJiePMHIECKOH IPyTIBI

IMpusnakx [o/o] Tc Pl CB
CooTHomme- IIpeo6nana- Yame y Ilpeobnana- OauHAKO-
HHe T0JI0B HHe  JKeH- JKeHIIUH HHe  My)- BO YacTo

MMH YHH
IIpeamect- Oxnaxnenve, Tpapma, dusnueckoe  HUubpexkums
BylOmumit cTpecc, Heif-  CTpecchl nepeHanps-
daxTop PO3HJOKPHH- JKeHHue
HBIE C/IBUTH
TlepBrIit Cunzgpom Ouar mopa- YmwioTHeEMe — YIIOTHe-
CHMIITOM Peiino, 1ior- JKeHHsI KO- HHe TKaHei
HBI  OTeK, KM
apTpaIrHH
TIpenmymie- Iucranpubie  Ouaru Ha Tonenu u Jluno,
CTBeHHAs OT/eAB KO- TYJOBMINe M TPpeAmseubs  LIed, Tmie-
JIOKAJIH3a- HeuHoCTe#H KOHeYHOC- 4eBoi mo-
ous mpo- MM TOTalb-  TAX sic
necca HOe  mopa-
JKeHHe
Cungpom 80-100% Orcytersyer  Penxo, OrcyTerByer
Peiino cTepThiil
B M- IIn P OreyTeTByIOT Orcyrersytor  OrcyTeTByioT
Hple Topa-  TeJbHbIH
JKeHus TPAKT,
cepaue,
nerkue,
MOYKH
Obmue YacTto Orcyrersytor  Penko OreyTeTByioT
CHMOTOMBI
(cnabocTs,
noxyjenue,
JIHXOPaJKa)
DosnHopu- Peaxo Penxo V 90% Peaxo
JIUsl B KPOBH
«Beccocyan- Y 90% Orcyrersyior  OrcyterByloT OreyTeTyroT
cThIe» TONSA
B Ouonrare
KOXKH
Ilpornos aa- HeGnaro- Brnaronpu- Baaronpu- Bnaronpu-
Gosiepanus TPHATHBIH SATHBIH ATHBI SATHBIT

Mpumevanne: JIO - nuddysnsit 203uHOGHIBHLIN (acuuuT;

IIC -

CK.

; CB - ¢k

Byumxe.
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JIEYEHHE

OcHoBHble NpuHIHUIEI Tepanuu CC:

B CBOEBPEeMEeHHOCTb;

B KOMIIJIEKCHOCTb;

® auddepeHIUPOBAHHOCTE;

B JIUTeNbHOCTD.

B passutun CC npMHMMAIOT yJacTHe ABa OCHOBHBIX MeXa-
HHU3MAa:

W u3beiTouHoe ¢GubposoobpasoBaHue (pe3yJbTaT BAJOTe-
KyI[ero KIMMYHHOTO BOCHaJIeHHA);

N nporpeccupyiolee HapylleHne MUKPOLUPKYJIALHH.

B cBssu ¢ atuM npu JedeHun GonbHBIX CC ocHOBHOM (mO
cymecTBy 6as3ucHOi) fABIAeTcA Tepamusd, BKJIKUAIOIAs Ipe-
napaThl ueThlpeX IPYIN: aHTH(GHGPO3HEIE, COCyAHCThIe (HZe3-
arperaHThl, AHTHONPOTEKTOPHI), NPOTHBOBOCHAJUTENbHbIE H
MMMYHO/JeNpecCHBHBIE.

Autudubposusie npenapatsl (D-nenuyunnramun, ouyyu-
Gon, KoarxuyuH, audasa, yRumuoa u ap.)

D-nenuyusnramur (CHH.: KYnpeHul, MemuaxKanmasa) ob-
NajaeT ABOMHBIM feiicTBMeM: aKTHBHBIM AHTH(GHODOIHEIM H
yMepeHHBLIM MMMYHOCYIPeCCHBHEIM. DTOT IpenapaTr yCHelHO
ucmonbayercss npu Geictponporpeccupyiomem Tederun CC c
auddysHoil MHAYpanued KOXKH M NPH NOpPaeHWH BHYTPeH-
HUX opraHoB. dddexT HabnofaeTcs TOJIBKO B cjydae [JIH-
TenpHOro ero npumeHenus. JleueGHa®t no3a mpemnapara y Ae-
Teit konebaerca or 250 go 750 Mr B cyTKH, Ha3HauaeTcsa Ha
TepHOJL JI0 MOJTyYeHNs KJIMHHYeCKoro addekra (06brano 6-12 Me-
canes). B mocienyoumeM [o3a yMeHbIIaeTcs A0 IMOANEPIHKH-
paiomeii (06BIYHO cOCTABJsSeT MOJOBHHY JedeGHON) Ha CPOK
or 2 no 5 ner. ¥ muorux jgereit ¢ CC mabGmiomaercs psig oc-
JIOYKHeHHIl, CBA3AHHBIX ¢ OpueMoM D-meHHnuIaMuHa (Ky-
IpeHNsa), UTO ABJAfAETCHA MOKasaHMeM K ero ormeHe. Camble
yacThble M3 HUX: ajlJlepruyecKHe CHINMH, TOJIOBOKPYXKeHHs, HC-
ye3HOBeHHe OIIYIIeHHs BKyca BO DTy, pexxe HabIoxaTcs
HedpomaTus, arpaHyJOLUTO3.

B HacTosillee Bpemsi CO3faHbl MeHee TOKCHYHbIe (OPMEI
D-neHuuMIaMMHA — Ou@HOOUH W GPMAMUH, OHH OOBLIYHO
IPUMEHAITCS B TeX e Ao3aX ¢ cobJIofeHHeM ONUCAHHOMN
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Bbillle METOXMKH. DTH Tpemaparhl AaiOT XOPOIIMit aHTHDUG-
poBHBIN 2 deKT.

MeHee BhIpaXkeHHOe aHTH(UOPO3HOE, HO Xopollee COCYIH-
croe feiicTBHe OKA3HIBAET CDABHHMTEJBHO HOBBIH TNpenapar
medexacon. OH MoxXceT HasHauaThesl B TabjeTKax B Jl03e 15—
30 Mr B CyTKHM, HO Jydlle B BH/e Masdi Ha KOXKHBIE OUarH I0-
parkeHus. J[MUTEJBHOCTH MCNOJIB30BAHUA WHAMBHAYATbHA.
Ilo60unbIX 2 deKTOB He OMHUCAHO.

B kauecTBe aHTHGUOPOZHOTO MpenapaTa MOXXHO MCIOIB30-
BaTh ynumuon B gose 1 mu 1% pacrtBopa Ha 10 kr macchl Te-
na peGenka. Brarogapsi Hanuuuio cyJab(GrUAPHIBHBIX TPYNI
VHHTHOJ MPeIsTCTBYeT CO3PeBaHMIO KoJIareHa ¢hubpos00d-
PA30BAHMUIO.

B rpynny aETu¢UOPO3HBIX NMPeNapaToB BKJIOYEH 3adumen
(remomugpen), obnagaomuii crnocobHOCTHIO GIOKMPOBATE [ie-
rPaHYJIALNMI0 TYYHBIX KJIETOK, KOTOPbIe, KaK IOKA3ATM HC-
cJlefloBaHUA TIOCTAeAHUX JIeT, AKTHBHO YYacTBYIOT B Iporecce
¢dubposoobpasopanus. B nMeAuaTPUUECKON NpaKTHKe KeTOTH-
¢den ucmonb3yeTcs NPH JeUeHUH 6onbubIx CC.

JHuyyugon M KOAXUYUH TPH JedeHnH nereit ¢ CC mpume-
HAIOTCA PefiKo.

@epMeHTATHBHBIE Tpemapatsl zudasa, poruda3a, Bo3zeii-
CTBYIOIMe HA CHCTEMY TMAJypPOHOBaf KHCJIOTA — TMATyPOHH-
nasa, AalOT Xopomuii aHTHGUEPO3HBIH adpdexr. JIngasa wn-
POKO WMCIOJIB3yeTcsl MPH JieueHHH GOJIbHBIX CC u orpaHHMueH-
Hoii (mepudepnuecKoit) cknepofepmueii. OHa HagHavaeTcs MO
64 VE (passogurcs B 1 mx 0,5% pacrtsopa HOBOKAHMHA) BHYT-
pMMBbIIIeyHO Kypcamu mo 15-20 nHbeKIHil, 06byHO 2—3 pa-
3a B Toj, WM B BuIe dJeKkTpodopesa Ha 061acCTh KOMHBIX
0uaros.

Cocyaucrsie npenaparsl. IIpu jedeHnH GonpabIXx CC wa-
e MCIONb3YIOT AHTATOHNMCTHI KAJIbIMSA TPOM3BOJAHbBIE AMIHA-
ponupuauna: Hupedunun (CHH.: Kopungpap, adaram u Jp.).
OHH Q10T aHTMUIIeMHYecKuit addexT H mpH nepudepuue-
CKMX, W TpH BHcHepatbHbIX mopaxkerusax CC. IIpamMbiMH 1O-
KaBaHMAMH K WX HASHAUEHMIO ABJSIOTCS cHEApPoM Peiino, se-
rouyHASl W MOYeuHAs THIEPTeH3Hs. DTH Ipenaparel MOTYT Ha-
3HAYATHCH OTAeNbHBIMM Kypcamu (mo 1-1,5 wmecsma) HIH
nmurensHo (1o 1 roxa).
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Hapsny ¢ ykasaHHBIMHM CPeJCTBAMU MOXXHO MCIIOJIB30BATH
rakke uzonmun (eepanamun). OBBIYHO NPUMEHAIOTCA BO3-
pacTHBle 03bl. IIpM TOSABJIEHMM TOJIOBHOM GOJM, TOIIHOTHI
cllelyeT HeCKOJIbKO CHH3UTh JO3UPOBKY M 3TH NOGOYHEIE pe-
AKIMM, KaK NPaBUJIO, HUCYe3al0T.

B coueraHMM ¢ Ha3BaHHBIMH BBbINIe BA30JMJIATATOPAMM
MMPOKO NPUMEHSIIOTCA Je3arperaHTsl: Kypawmun (Ounu-
pudamon ), mpenman, nydille BEyTPHBEHHO KaleJbHO, Kypc Jie-
venns 15-20 urbekuuii, >kejnatreabHo 2—3 Kypca B rog. B
NpOMeKYTKaxX MeKJy HUMHU Je3arperaHThl Ha3HAYAIOTCA Iep-
OpaJIbHO, OOBIYHO B YMePEeHHBIX /03aX.

B nociefHee BpeMs B JIATepaType MOABHJIMCH COOOIeHUA
0 XopollleM TepaneBTHUecKoM abdekte sazonpocmana (mpo-
crarnasaud E;), ocobernHo y GompHbIX CC, mporekawmei c
reHepaJiM30BaHHBIM CHHAPOMOM PeiiHO U sA3BeHHO-HEKpO-
THYECKMM KOXXHBIM IIPOIECCOM.

Hcnonb3oBaHWe IMpenapaToB W3 TPYNNbl HHTHGHTOPOB
AII® npu nedenun GoapHbIX CC B HEKOTOPOH cTeNeHH H3Me-
HHUJIO TIPOTHO3 TsAXeJbIX (opM aroro 3aboseBaHud. EcTb Teo-
peruueckoe o60CHOBaHMe [/ X NPUMeHeHHS B KadecTBe Ga-
3UCHBIX INpenapaToB NPH CKJIEPOJePMHYECKOM MNOpa’KeHHH
novek. J[0Ka3aHO HAJIMYHME AHIMOTeH3MH-DeHHHOBOM CHCTeMBI
B TKaHfX, B JIETKUX, CepAle, YTO MO3BOJIAET HANeAThCA TaK-
ske Ha oOmMMIl M JIOKaJbHBIN ad@deKT mpemapaToB 3TOM Ipym-
nel npu CC. U3 rpynnsl uErnGuropos AII® Moryr mcrnosb3o-
BaThcA Kanmonpua (kanomen), nepundonpun, IHAAANPUL,
kano3ud u Ap. B yMepeHHBIX J03aX OHHM IPHUMEHAKTCHA B
KOMIIJIeKCce ¢ AHTHONPOTEKTOPAMH M Jle3arperaHTaMu.

IlpoTuBOBOCHANHTENbHBIE NpenapaTthl. YJamle HCIOONb3Y-
J0TCA TJIIOKOKOpPTHKOcTepouAsl (npednusonon). Ilokasarmem
ABJseTcs BbICOKasg AKTHBHOCTH Ipollecca ¢ NMPH3HAKAMH HM-
MYHHOTO BocHaJieHusi (M3MeHeHHS B IIOKasaTeldaX KPOBH, B
MMMyHOrpaMMe, KJIHHHYecKHe JaHHBIe). J03bI MpeJHN30I0HA
06b1uyHO He npeBblmanT 0,5 Mr/Kr Macchl B CYyTKH.

HIIBII (umndomemayum, 801bmapeH, HANPOKCeH, NUPOKCU-
Kam m JIp.) MIAPOKO MCIOJB3YIOTCs NPH JedeHHH GonpHBIX CC
¢ cycTaBHBIM cuHApoMoM. OHM Ha3HAYAKIOTCA B BO3PACTHBIX
J03MPOBKAX HA AJUTeNbHBIH mepuog (1,5-2 roxa) B KauecTse
6asucuoro npenapara. Hepegko B couerannu ¢ HIIBII nasna-
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yajTCad AMMHOXHHOJMHOBBIE IpernapaTsl (Genazun, naaxee-
Hun, pedoxun). OHE HApARy ¢ IPOTHBOBOCTIATIATEIBHBIM 06-
JIafAI0T TaKKe HMMYHOCYIPecCHBHEIM neiicTBUEM.

HmMMyHOJeNpEeCCHBHEBIe TpenapaThl (asamuonpuh, Mme-
mompekcam, YUKIOCTOPUH A). UcnonpayoTess B KadecTse
6a3uCHBIX y OOJBHBIX C reHepalu30BaHHBIMH NposIBJIEHUAMU
CC u 6bIcTPBIM IPOrpeccHpoBaHUeM Iponecca.

B mociefHMe TOIbI ABTOPSI 3aMETHJIH, UTO PaHHee HasHA-
yeHMe MeTOTDeKcaTa MM a3aTHONPUHA HECKOJIBKO 3ame/seT
nporpeccupoBaHue 3a00JeBaHUA.

B KoMIJIeKc JedeGHBIX Mep HeoOXOAMMO BKJOUATL M
CHMITOMATHYECKOe JiedeHHMe: NPU TMODaKeHUW MHINeBapH-
TeJPHOrO TPAKTA — AHTALUABI, AHTATOHHCTHI TECTAMUHHBIX
H,-penenTopos, (epMeHThbI, OMENpasoll, IpH Heo6XOAUMOCTH —
anTMGaKTepHATbHBE NpemapaThl. IIpn mopaykeHHH cepAna
HASHAYAIOT KapAMOTPO(dHBIe MpermapaThl, BUTAMMHEI B KOM-
nJjeKce ¢ MEKpPO3JeMeHTaMHu.

Ocobyio posib B JIedeHHH GOJIbHBIX CC urpaeT MCIOJIb30Ba-
Hue JIOKaJIbHOM (uanorepanuu (yJ1bTPasByK, JasepHas Tepa-
nus, TemnJjoBble OpomeAyphl), a TaKkXe Maccaxa d neuebHOM
TMMHACTHKH.

BaxkHoe peabUIMTAIMOHHO-03/I0POBUTEBHOE 3HavyeHue
HMeeT CAHAMOPHO-KYypPOpMHOe Leierue. Xopouee geiicTBue
Ha GOJBLHEIX OKA3BLIBAIOT KJIMMATHYECKHe KYPOPThI Kpsima,
Kapkasa. B caHATOPUAX MNPOBOAATCHA KYPCEI 6anpHeo- U Ips-
geseueHuA. OOBIYHO OHM COYETAKOTCA C HasHaueHHOW 6OJbHO-
My paHee JIeKAPCTBEHHOM Tepanuei.

JTACIAHCEPU3AIIASA

Bonpabie CC HabioofalTCs PeBMATOJIOTOM TOYKU3HEHHO.
VuuThIBasA NepednceHHble BBINIe TepaneBTHIeckue MOAXOALL,
Bpay-peBMATOJIOT JOJKEH KayKAble 6 MecsleB, OIEHUB CO-
cTOSIHMe IamueHTa, AMHAMMKY Ipolrecca, MPOBOAUTH cBOe0b-
PasSHYIO PEeBUBHIO JIeUeHUSH. BasucHble mpenaparsl Ienecood-
pasHO MeHATh 1 pas B 2-3 roja; CBOeBPEMEHHO cJeJlyeT Ha-
aHAYATH ¥ KOHTPOJMPOBATH KYPCHl JIEUEHHS COCYAUCTHIMHA
npemapaTaMu B COUETAHMH C je3arperaHTami. B mnsiaHoBOM
nopsake 1 pas B rof NMPOBOAATCHA CTAlUOHAPHOE (yraybnen-
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Hoe) obciieloBaHHe M JIeYeHHE B YCIOBHAX DPeBMATOJOTHYE-
CKOTO OT/IeJIeHUA.

Ilna nnaHoBOro mpoBefeHUs (uauoGaIbHEONEUeHHs, Mac-
caxka, JI®K Mo)XHO peKOMeHJOBATH JHEBHOM craguoHap. Pe-
GeHKy ciefyer HadHAa4YUTH TpyxoTepanuio. Heru ¢ CC, npore-
KalomUM ¢ GbICTPONpPOrpecCUPYOIUME (HYHKIMOHAILHBIMEA
HAPYIIEHUSAMHU MpeKJe BCero oNOpHO-ABHIaTeJbHOrO ammapa-
Ta, JOJIKHBI GBITH NepeBefleHbl HA MHBAJIMAHOCTh. DTO BCerga
cBoeobpasHas NCHUXOJOrHYecKas TPaBMa, W GOJBHEIM He0B6XO-
AMMa NOMOILb MCHUXO0JIOra, NMCUXoTepamneBTa. PeGeHKy M moA-
POCTKY cJlelyeT 38HATH BCe O CBOeM 3a60JIeBaHUH, MOCKOJLKY C
TOMOIBIO Bpada, [OBepAA eMy, OHHM MHOJKHBEI HAYYHUTHCA
MKHUTh CO CBoeil 6oJie3Hblo, a B OyAylleM NpaBHILHO ompefe-
JIUTh CBOE TPYAOYCTPOMCTBO.

I'IABA 6

ITPOJIAIICBI CEPIEYHBIX KJIAII AHOB
(IICK)

e e ————————————

-

IICK - aTo cBoeoGpa3HbIii CHMOTOMOKOMIIJIEKC, B OCHOBE
KOTOpOro JieKaT CTPYKTYPHO-QYHKIMOHAJbHBIE HADYIIEHHSA
CO CTOPOHBI KJIANIAHOB Cep/Na, NMPHBOASAIIHE K NPOTrHGaHUIO
CTBOPOK KJIallaHa B IOJIOCTh IpeACepAMs B MOMEHT CHCTOJIEI
xenynouxa. Haubosee XxapaKTepHBIM ayCKyJIbTATHBHEIM IPO-
asneaueMm d¢eromena IIMK sBisiercs Hanuuue cHCTOJNHYe-
CKMX I[eJYKOB (KJIMKOB) B COYETAHHH C CHCTOJNHMYECKHM IIy-
MoM (unu 6e3 Hero).

AyckynpraTHBHAasA KapTuHa, THnnuHas aiaa IIMK, ommca-
Ha eme B 1887 r. (Cufferet Barbillon). o 60-x rogos XX B.
GOJNBIIMHCTBOM YYEHBIX ()EHOMEH IIO3[HEr0 CHCTOIHYECKOro
IIyMa B COYETAHHHM C CHCTONMYECKMMHM IIeNYKAMH DACIeHH-
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BaJicA KK MUTPAJBHAS HELOCTATOYHOCTh. M TONBKO 6iaroza-
ps AHTHOKAPAUOrPAdUUECKOMY HCCIeJOBAHUIO, MPOBEACHHO-
My L. B. Barlow et al. (1963, 1981), 6B110 yCTAHOBJIEHO, UTO
B OCHOBE CHCTOJHMYECKMX MIeJUKOB JIeXKHT MpoBHcaHMe (a He
HedopMANMA) CTBOPOK MUTPAJIbHONO KJamaHa B MOJOCTD J€-
Boro mpejcepAudA. B mociexyiomem 6bIIM omUcaHbl Hanbosee
XapaKTepHbIe JJIsl 9TOr0 ABJIEHUA OKT npusHakyM ¥ HEKOTOpoe
BpeMs HCIOJB3OBAJICA TEPMHUH «2yCKYJIBTATHBHO-3JIEKTPO-
KapauorpaduIecKuit  CUHAPOM Barlow». TepMuH  «IIpo-
Jgame MUTPAJBHOTO KjalaHa» BlepBble ObUT MpesozKen
I. M. Kriley (1966).

BHejipeHne B NPAKTHKY YJIbTPadBYKOBBIX MeTOJ0B HcCJe-
JoBaHUS yOeAMTENbHO J[OKA3ATO0 ITHONATOreHETHYECKYIO re-
reporennocts denomena IIMK, mposBiAiomylocs B ero KJu-
Hugeckom moiaumopduame. ITos:xke R. Ieresafy et al. (1979)
OpM aHrHOrpadMIecKoM MCCIef0BAHUH OBIIM ONMCAHBI Bapu-
aaTel IIMK, He uMeBIIMe AayCKYJIbTATHBHBIX NpoABJIEHUI,
OHM TOJIyYHIHM Ha3BaHMe «HeMbIX» dopm IIMK. 3HauHUTeNb-
Haf PACHPOCTPAHEHHOCTh 3TOTO CHHAPOMA Y JeTeil U B3poc-
JIBIX OpHMBJIeKaeT BHUMAaHHUe YUeHbIX M B HACTOsllee BpeMs. C
nomompio Y3U ycTaHOBIEHO, YTO HPo1abupoBaTh MOKET JI0-
Goit KJamaH cepAna M HepeAKO BBIABJIAIOTCA (eHOMEHbI HPo-
NMa6UpOBAHMA OJHOBDEMEHHO HECKOJBKMX KJAMAHOB, dalle
MHITDAJBHOTO M TPMKYCITHMAATBHOTO, a 8TO BeJeT K Cephe3HBIM
reMOAMHAMHYECKUM HAPYIIEHHSAM B CepAle M MOATBepXkKAaer-
cs1 meTofoM crpecc-Y3H cepaua.

Pacnpocrparensocts IIMK y mereil u MOAPOCTKOB KoJed-
nercs or 6 mo 14% B momyasuun (M. B. Ilasnosa, . Be-
nuuxosa, 1982; D. D. Savode et al., 1983). Ilo naHHBIM Ha-
mux uccaegosanuit, [IMK pasHoii cTemeHH BBIPAXKe@HHOCTH
BBIABJIAJCA B cpegHeM y 18% pereil B OCHOBHOM B Bo3pacre
6-15 ner, uame y gesouek (80%). Ilposanc TPUKYyCHHAANb-
goro xnamama (IITK) amarnocrupoBancs y 4-5% nereit u
OpaKkTHYecKM Bcerga couerancs ¢ IIMK (JI. M. Bexse-
a, O. A. 3murposuu, 1997). Ilo MHeHMIO psja aBTOPOB
(H. A. Bemnokons, M. B. Ky6eprep, 1987), IIMK wmo»xer 06-
HAPY>XUMBATBCS Y JeTell BceX BO3PACTOB, AaXKe y HOBOPOIK-
JeHHBIX. DTO NOAYEPKMBAET €ro MaTOreHeTHYeCKYIO reTepo-
TeHHOCTb.
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9THOJIOTHA U IIATOTEHE3

B ocHoBe nponabupoBaHUsA KJIANAHOB CepALa JIEXKUT B TOK
MJIM MHOH CTeneHM BbIpa)keHHas COeJUHHTEJbHOTKAHHAA
JAMCIIA3UA KJIANaHHBIX cTPYKTyp. OHa Mo)KeT 3aTparuBaTh
XOp/bl, NANUJJIAPHBIE MBIIIIBI, KJANaHHOE KOJbIO, OLITH
M30JMPOBAHHOH (JIOKAJbHOW) MJIM PACHPOCTPAHATLCA Ha Bce
obpagdoBaHus KJanaHa (KJalaHOB).

HaubGosee 3HAYUTeNbHBl MPOSBIEHUA Me3eHXUMAJILHOK
JHMCIUVIA3UM TIPH HACJIE[CTBEHHO OGYCJIOBIIEHHBIX CHHAPOMAX, B
OCHOBE KOTOPBIX JIEKUT IeHeTHYeCKH HeTepMHHUpPOBaHHAS He-
TIOJIHOIIEHHOCTh COeJMHHUTeIbHOU TKaHM (cMHApPoMEl MapdaHa,
Onepca—[lannoca u Ap.). I'HcTONOrMYeCKH OHa XapaKTepHayeTcs
MHKCOMATO3HOH JereHepanueil (CHCTeMHBIH MHKCOMATO3), YTO
NPOSIBJIAETCA TOBBIMIEHHBIM HAKOIUJIEHMEM KHCJBIX MYKOIIOJIH-
caxapM/IoB M CHI’KEHHEM KOJMYecTBa KOJUIAreHOBBIX BOJIOKOH B
CTPYKTYpe COeAMHUTENbHOM TKaHH.

Mopdooruueckas nepecTpoiika B CTPYKTYpax CepAedHbIX
KJANaHOB IPHUBOJUT K TOMY, 4YTO B IEPHOJX CHCTOJEI IOX
BJIMSHUEM T[OBBIIIEHHOTO BHYTPHXKeJNyAOYKOBOTO [AaBlIeHHUST
CBepXpacTAXKHUMble CTBOPKM NporubamoTcss B CTOPOHY Mpen-
cepaud. YeM 3HAUMTeNlbHee M pacIpocTpaHeHHee MHKCOMa-
TO3HAs JereHepanusi B IeJIOM ¥ B CTPYKTYypaxX COeJUHHUTENb-
HOM TKaHM KJIATIAHOB cepjlla, TeM Gosblne mpoiabupoBaHHe
KJIAIAHOB, PerypruTanus KpPOBH M uallle UMeIOT MeCTO IMpo-
rpeccupyiome reMogMHaMHUuYeckue Hapymenus. IIpu Hamm-
YHHM OCHOBHOro 3a00JIeBaHMA, CONMPOBOMKAAIOIIErocs HapyIle-
HueM obMeHa KHCJIBIX MYKONOJHCAXapHAOB, CHHIPOMEI IIPO-
1a6MPOBAHMSA KJIATIAHOB CepAIla HOCAT XapaKTep BTOPHYHBIX.

IIpUHATO BBIAENATH TaKXKe <«HAHONATHYecKHe» (mep-
BuuHble) BapuaHThl IIMK. TepMuH «¢uauomaTHYecKHH» Ipe-
JAycMaTpUBaeT HaJM4YHMe JO KOHIA He BBISCHEHHBIX NPUIHH
BO3HMKHOBeHUs 4ero-nu6o. Vsyuenue nepsuuHerx ¢opm IIMK
MO3BOJINJIO BBIJAEJHTh PAX (GAKTOPOB, KOTOPBIE IO XapaKTepy
CBOEro BJIMSIHUS HA CTPYKTYPhl KJIAMAHHOIO anmapara cepAana
MOTyT paccMaTpHUBaThCS B KauyecTBe OTHOINATOreHETHYECKHX
[Py Pa3BUTHHU CHHAPOMA NpPoJabupOBAHUSA.

B arom acnekTe ocob6oro BHMMAHUSA 3acCJy>KHBAIOT Tak Ha-
3bIBaeMble «MaJible AHOMAJIMHM COeIHHHUTEJbHON TKAHHW», IPO-
saBnsiouuecs (GeHOTUNUYECKMMH NPH3HAKAMH Me3eHXUMAalb-
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HBIX cTurM. 3ameueno, uro IIMK uacTo coueraercs €O CKO-
JIHO30M, THIEPMOGMJIBHOCTBIO CYCTABOB, IIOCKOCTOMHEM,
Muonueii, HedpONTO30M, HapylIeHHeM OCAHKH, BAPMKOIHBIM
pacmupeHHeM BeH, ACTeHHIECKHM TesiocsioKeHHeM. deMm
Bbllle yPOBEHb CTHIMATHM3allHM, TeM 3HaUMTesbHee nposiBie-
HUA CHHAPOMOB NpOJaGMpPOBaHUS KJANAHOB CepAla. Ilokasa-
Ha reHeTHdecKasd AeTePMHHHDOBAHHOCTH JTOTO KOMILIeKca,
npudyeM ¢ SBHBIM IPHOPHTETOM maTepuHCKO# suHHE. Koad-
¢dbunHeHT HACIEAYeMOCTH (h?) gna IIMK (npn HaJIM4uK psAa
BhbIlIeNlepeyncIeHHbIX BAapHAHTOB QUCIIAasduil) B AAEPHBIX
cempbsix (mpoGann-peGenok ¢ IIMK) okasancs A0CTaTO4HO BBICO-
kum (h2=0,69), u ycraHOBjeHa ero CBa3b C «addeKrToM
X-xpomocombl» (JI. M. Bensiesa, 1990). V GonpumHcTBa 06CIC-
JIOBAHHBIX JleTeil UMeJ MecTo (eHOTHNHYIECKHe 0COBEHHOCTH CO
croponst BHC, GyHKIMOHAJIbHAA AKTUBHOCTH KOTOpPOH TaKxKe
XapaKTepuayeTcs TeHeTHUecKOi [eTepMUHHPOBAHHOCTLIO, TIPOSIB-
nsromeiics OCPe/ICTBOM «MaTePUHCKUX adpextos» (M. T 7).

Peay/bTaThl HAUIMX HMCCJIEJOBAHUIl NO3BOJNAIOT paccMar-
pHMBATH PAJ ¢MAJBIX Me3eHXMMAJIbHBIX CTHUIM»> H THI MCXOJ-
Horo BereratuBHoro Tonyca (MBT) (BarycHblif, CHMIATHKO-
TOHMUecKHii) B oblieM acmekre, T. €. B pakypce «ceMeiHOro
deHoTHNA>, HEPEIKHM IPUIHAKOM KOTOPOro sapnsercd M
nposiabupoBaHUe KJIANaHOB. V uwactu gereit [IMK peanunsyer-
ca paHO, B BO3pacre 5-10 ser, a y HEKOTOPBIX B MepHoOA Iy-
GepraTHOTO AMCTOPMOHO3a, Ha QoHe KOTOPOro pasBHBaeTcA
HelpOUMPKYIATOPHASA JUCTOHUSA (HILO). Bce 3aBucut OT cTe-
neHr MaHMdecTanuu «(HeHOTHIHIECKUX ocobeHHOCTei» pe-
GeHKA M WX MPOSIBJEHUA B OpraHe-MHMILUeHH (B ZQHHOM CIydae —
KJIATIAHBI CePAIA).

Cpefut MPMYMH, CHOCOGCTBYIOUMX PA3BHTHIO IIMK, 6oxb-
MIoe JHAUEHMe MMeOT ApPXMTeKTOHHYeCKHe aHoMamuu B
CTPYKTYpaX KJAMAHHOIO aNlapara: AOMONHHTE/bHBIE XOpABI,
KODOTKMe MJIM YAJIMHEeHHble XOP/bl M ManuuApHble MBILIIBI.
Hasmumne nofo6HOTO Poja CTHIM € yBeJMUeHHeM BO3pacTa pe-
Genka BeeT K HAPYIIEHUIO (HYHKIMOHAJIBHBIX crocobHOCTeH
KJamaHa, YTO OBBIYHO MPOSABJAETCA HX MPONAGHpOBAHNeM.

Cpen NpUUYMH IPOrpeccHpyroIiero nponabupOBAHMSA KJIa-
naHOB cepAua obcyxaeTcs U HaCIeACTBEHHO 06yCI0BIeHHBIH
PAHHMII anNoOnNmMo3 MuUoyuUmMoE, JlesKaluii B OCHOBE PasBUTHUSA
MuoKapanonatuit. B eTckoM Bo3pacTe HepeiKo KOHCTATHPY-
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eTcsi TOJbKO HAJM4Y¥e COYeTAHHOTO MPOJIANCA HECKOJBKMX
knananos — [IMK u IITK nan IIMK n nposanc aopraasEOro
knanana (ITAK), a B nocieayiomeM y aTHX manuerTos (moce
20-25 ner) nuarHocTHpyeTcs MHOKADAMONATHSA, dYame 3a-
CTOMHBIN reMOJAUHAMUYECKUI ee BapHAHT.

Ha wam B3ruism, y geTeil ¢ CHHAPOMOM mOposnabWpoBaHMS
O/IHOBPEMEHHO HEeCKOJIbKHX KJAIlaHOB HJIM C IIPOTPeCcCHpPYIO-
uum IIMK, ocobeHHO ecm 9TO AeTH M3 ceMeil ¢ «KapAMAalb-
HbIM» aHaAMHe30M (BHe3amHas ceple4YHas CMepTh, KAPAWTHI,
MHOKApJAMONaTUA), B IeJfAX PpaHHEr0 IPOTHO3WPOBAHHUA
MHOKapAuonaTun B OyaymeM Ba)kHO GbIIO GBI YCTAHOBHTBH
HAacCJIe/ICTBeHHYIO TPeIPACIOoJIOKeHHOCTh K PAHHEMY amomTo-
3y MHOIIUTOB.

Takum obpasom, IIMK — ato monmaTHojormuecKmit CHH-
apom. CBoeBpeMeHHOe YTOUHEHHE OCHOBHBIX INPHUYMH €ro pas-
BUTHA 03BOJIAET PeKOMEHJ0BATh AETAM C NpoJabupoBaEmeM
KJIATIaHOB aJeKBATHYIO (M3NYeCKyl0 HArpysKy, IOpH Heobxo-
JAMMOCTH HA3HAYMTHL Tepanuio, a TAK)Ke ONEHWUTb IPOTHOCTH-
YeCKYI0 3HAYMMOCTh (heHOMeHa NpoJabUpOBAHHMA AJIA MANH-
eHrTa.

KJIMHHYECKAS KAPTHHA

Ha knunauueckue nposiBnenus IIMK Bausior:

B cTreneHb NMposabupoBaHHUS KJamaHa;

B (oH, Ha KOTOPOM BBLISIBJISIeTCS TIMK (HAaMM9IMe reHeTH-
YecKoro CHHApPoMa, KJIMHHYeCKHe IPOABJIEHHA CHHAPOMA Be-
reTaTHBHOH AMCHYHKIHHU U T. X.);

® xapakrtep 9KI mapymennii;

B HaJMYHe OCJIOXKHEHUI.

IIMK u crenens npoixaGupoBaHus

Knununyeckue npossierns npu sropuusom IIMK cBsizans!
¢ OCHOBHBIM 3abosieBaHMeM (PeBMOKAPAHMT, HepeBMaTHIECKHit
kapaur, BIIC u xp.), a IIMK moxer numsb yeyry6asTs xa-
paKTepHbIe B 3TOM Cjlyyae reMOAHHAMHYECKHEe HAPYIIeHHUS.

OcranoBuMesa Ha uauonarndeckom IIMK. Yame BcTpeua-
ercsl aycKyJabTaTHBHas ¢opma. IIepBEIM AMATHOCTHYECKHM
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OpUBHAKOM MNPOJNaGHPOBAHUA FBIAETCA HaJu4He H30JIUPO-
BAHHBIX CHCTOJMYECKHMX IIeTYKOB MJIM COYeTaHHe X C MO3A-
HUM cHCTONMYecKuM myMmoM. CHcTonMdecKue MeTiKkn MOTyT
6bITh eAWHMYHBIMHA, MOTYT HUMeTh AyCKYJBTATUBHYIO KapTH-
HY, HATIOMHHAIMYIO «IHCK XOPA» HJIA «6apabanHyi0 IpOOB».
OHp Jy4mle BHICJAYIIMBAIOTCS B NOJIOKEHUH MANHEHTA crost ¥
nocsie HeGoOMBIION (QUAHUECKON HArPY3KH (10 mpucenaruit).
Ecnm mocjie HArpysku y pebeHKa HapsAfy €O MIeTIKOM BBI-
CAymuMBAeTCS CHCTONMYeCKHil WIYM, Clefyer MpPeANOJNIOKHUTH
HaJMuMe PeryprUTALIMM HA MATPANBLHOM KIAmNaHe. 910 ABNA-
ercsi MOKASAHWeM AJA yraybreHHOro ofciefoBaHUA peGeHKa:
VBU cepama (co crpecc-Y3H), DKI, npu Heob6XOAMMOCTHU
peHTreHOrpaMMa IPYAHON KJIeTKH U aHATU3 pesyJIbTaToB Ja-
6OpATOPHBIX HcClefoBaHMil (414 HCKIIOUEHHA TeKyIero Boc-
naJMTeNbHOTO Impolueccea).

Hayuuue HB30JIMPOBAHHBIX CHCTOJMYECKUX IIEIIKOB, HE
COIPOBOXJAIIIUXCA MOsSBICHHEM TOCTe ¢usuyeckoit Ha-
IPY3KH IIYMOB, He cJefyeT TPAKTOBATE Kak IIMK. 9To oxHO
M3 TposBJIEeHUHN BereTaTHBHON AMchyHKOMM (Kacaercs nnbo
cerMeHTA KJamaHa, Ju60 XOpAsl), KOTOpOEe MOXKeT 6BITH OTHE-
ceHo npu OGHAPY’KEHMM [PYTHX IHPM3HAKOB BereTaTHBHBIX
paccTpoicTB K CB]l, uro XapakTepHO JJsd Jereil crapiiero
poapacta. Bo3MOXKHO, Y AeTeil MJajuIero Bo3pacta HaJn4une
MBONMPOBAHHBIX CHCTOJIMYECKHMX IIeTYKOB — caMblil IepBBIi
(HavabHBIH) MPU3HAK BEreTATHBHBIX paccTpoMCTB, HO 10 me-
puosia my6epTaTHOrO AMCrOPMOHO3A OH HOCHT JIOKAJIbHBIH Xa-
paKTep, a BOT «TeHepajn3anus» BereTaTUBHOM AMCHYHKIMH
B Buje CBJI, kak mokasayo HabmogeEue, HACTyNnaeT B IepHO-
ne myGepraTHOI IepecTPOHKH TOJBKO ¥ 1/3 atux gereil.

Mb! B KaTaMmHese obcresoBann 42 peGeHka, Y KOTOPBIX €
6-8-7eTHero  BO3pACTA  BBICHYIIMBAJIHMCH  CHCTOJIMYECKHE
[eJTUKH B cepAue (Ha V3U cepauna — HeMOCTOAHHOE npoJsiabu-
poBaHMEe MUTPATLHOrO KjamaHa = 3 mm). Yepes 5-6 ser (Bo3-
pact mybepTaTHO#H nepecrpoitku) y 33,3% u3 Hux (14 neteit)
AMenu MecTo KiamHuueckue npossienus HIUM, Ho TOJNBKO Yy
14,2% (6 pereit) BBIABIANCA xapaktepHblil gna IIMK mosz-
Hnli cucronmueckuit mym (Ha Y3U cepaua IIMK 4-5 mMm), a
KJIMHAYEeCKM y HHUX JAHATHOCTHPOBAJHCH NPHU3HAKM Baro-
TOHMUECKOW HANMDABJEHHOCTH BereTaTHBHON JMCHYHKIMH.
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V 18 nereit us 42 nabnonaemsix (42,8% ) HuKako# muHAMMU-
KN He BhIIBIAJOCH, a y 10 manuenTtos (23,9%) memauxku uc-
yeasu. IlosiyueHHBIe HAMU Pe3yJbTATH YKA3LIBAIOT HA TO, YTO
HajJlMuMe HM30JMPOBAHHBIX CHCTOJIMYECKUX IIENYKOB IPH ay-
CKYJbTAIMM y GONBIIMHCTBA JeTel CleAyeT TPAKTOBATH KakK
«HIIJl, xapanaJbHBIil BapuaHT (M30JMPOBAHHEIE CHCTOJIAYe-
ckne meaukn)» au6o kak «[IMK (u3osupoBaHHBIE CHCTOJH-
yeckne men4yku)». Takas CKPYNyJae3HOCTs B 0GOPMIIEHHH
JMarHo3a MO3BOJIUT MPOCTEeAUTh 38 AWHAMHKOMN BBISBJIEHHEBIX
paHee H3MeHEHHI CO CTOPOHKI cepAna y pebeHKA.

K ayckyneratusHeiM Bapunantam IIMK orHOcsTCs Te, Ko-
TOpble TPOABIAKTCA HAJIUYHEM TI[O3JHEr0 CHCTOJIMIECKOTO
myma (co meadykom, Ges Hero, mocie GU3NIECKON HATPY3KH,
Ha ctpecc-Y3HU unu B mokoe). ITo cymecTBy CHCTONMHYECKHHA
wym npu [IMK ykassiBaer Ha Hanuupe (OyCTh Aayke MHUHH-
MaJibHOe) 06paTHOro TOKa KPOBH B IIOJIOCTH JIEBOT'O ITpeAcep-
M B MOMEHT CHCTOJIBI JIEBOTO JKeIyA0YKa. B CBA3M ¢ aTHM
OoueHb Ba)XHO pasobparbcs, kakue u3 BapmanToB IIMK y ze-
Tell MMeIOT JoOpoKaYecTBeHHOe TedeHWe, a B KAKHX CIydasx
BbICOKA cTelleHb pucka nporpeccuposaEna I[IMK n Bo3EHKaer
yrposa pas3BAUTHA OCJIOXKHEHHH M TIeMOAMHAMAYECKHX pac-
CTPOMCTB.

Buarojaps MIHPOKOMY BHEJPEHHIO YJIBTPa3BYKOBHIX METO-
noB obcnenoBaHusa amarHoctuka IIMK sHauuTeabHO ympo-
crunack. OpHAKO cTanHOHAapHOM (B IOKOe) KOHCTATALAH
dakTa mnponabupoBaHMs KJalaHA C_ ONEHKOH CTemeHHW ero
nporubaHUs B MOJIOCTH JIEBOTO KeJyJOYKa B MOMEHT CHCTO-
abl HegocTaTouHo. Heob6XoAMMO B KAaXXAOM KOHKDETHOM
clydyae UMeTh XapPAKTEePHUCTHKY (PYHKIHOHAJIBHON cIoco6HO-
CTH CTPYKTYp KJjalaHa, OLEHUB ee IIOCJe HATPY30YHOM Ipo-
6b1. Takoe wucciefoBaHWE IMPOBOAUTCA C TNPHMEHEHHEM
crpecc-Y3HU cepama. DTOT MeToJ AMATHOCTHKH RaeT Gosee
NoJHyI0 MHQOpPManuio o (GYHKINOHANBHOM COCTOSEHH CO-
KpPATHTeJLHON CNMOCOBHOCTH MHOKapAa W O BHYTPHEEpHed-
Hoit remoxguHamMuke y naquenTta ¢ [IMK B ¢pusnmosornaecKux
yenosusax (T e. mpum Harpyske Ha cepzame). ComocTaBieHme
nosyd4eHHBIX Npu crpecc-Y3HW u B moKoe JaHHBIX MO3BOJAET
OIeHUTh M PEKOMEeHIOBATh MAIMEeHTY YPOBeHb ero MHIWBH-
AyanbHOM GU3HYECKONH HArPY3KH.
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ITo rny6uHe mporubaHusA CTBOPOK MUTPAJbHOTO KJjamaHa
B IOJIOCTH JIeBOro Kedyjpouka npu Y3U cepama B IOKoe
o6sruHO BRIfensAloT Tpu cremeEn IIMK (H. A. BesokoHsb,
10. M. Benosepos, 1986): I — 4-6 mm; II — 7-9 mm; III -
6osee 9 mMm.

Perypruranus Ha MUTPAJIbHOM KJialaHe OOBIYHO BBISABJIA-
erca Toabko HauuHadA co II cremenu IIMK, npuyem odeHb
BAYKHO ¢ MPHUMEHeHHeM JAOoNIeporpadguy OLMeHUTh ee 06BeM.
IIpu cTpecc-Y3U peryprutanus onpepensiercss y 35% gaereit ¢
IIMK I creneHu, 4TO MO3BOJIAET Pa3fesIUTh 3Ty IPyNNy Mamu-
eHToB Ha ase moAarpynnsel: 1-a — IIMK I crenmenn 6e3 ¢dyHK-
IUOHAJNILHEIX HADYIIeHUU, JJIsT OTUX JeTeil HeT orpaHUYeHMUit
dnsnveckoit akTuBHOCTH M 2-1 — IIMK I cTemeHM ¢ Havasb-
HBIMH (QYHKOUOHAJNBHBIMM HADYIIEHUSMH, 3THM HETAM cClle-
JAyeT 3alpeTUTh 3aHUMAaThesA crnoproM. Takoil mogXox K muar-
Hoctuke IIMK I cremenn (kak HaubGoJsiee 4acToif) MMeeT OCO-
6yi0 3HAYMMOCTH B BBISIBJIEHMHM NPHUTOZHOCTH IOHOIIEH CJIy-
JKATh B ADMHM, a TaKXe NPHU OGCYKAEHHHM BOIpoca O TOM,
MOXKHO J¥ feTsAM ¥ mogpocTkaM ¢ IIMK I cremenn saHMMAThb-
CAl B CIIOPTHBHBIX CEKIMAX, Y4aCTBOBATH B KPOCCaX, COPEBHO-
BaEnAX. Crpecc-Y3U cepauma y nmanuentos co II u III creme-
B0 IIMK Tak)ce faeT BO3MOYKHOCTb OLEHUTh MX (GYHKIHO-
HAJIBHBIA KJacc M MHANBHAYATM3NPOBATH (UIHUYECKYIO Ha-
rpysky. B HacTosimee BpeMs HaMU IMPOBOAUTCS paboTa B 3TOM
HaNpaBJIeHUH.

Crpecc-Y3HU cepina Mo3BoJIsfeT OLEHUTL He TOJBKO CTe-
NeHb YBeJWYeHWs PerypruTamuy, HO M IOKas3aTesJd COKpaTH-
TeNbHON (YHKOMHM MHOKapAA, YTO B CONOCTABJIEHMH C KJIH-
HudeckaMu u OKI' npusHakamu, BereTaTHBHOM peaKTHBHO-
CTBIO M BereTaTMBHBIM ofecledeHMeM IO pe3yJbTaTaM Kap-
nuonHTepBanorpapun — KUI' n kiuHOOpTOCTATHYECKOH MpO-
651 — KOII naer mosHYI0 XapaKTePUCTHKY PYHKIHOHAILHOTO
KJacca npu Kaxxjaoi crenenu IIMK.

Tak HaseiBaemasi «HeMasi» ¢gopma IIMK, nmo nureparyp-
meIM paHHBIM (H. A. Besnokons, 0. M. Besnosepos, 1986),
uMeeT B IeJoM GiaronpuATHOe TedeHHe. Ilo HamIUM XKe
HabmonernsamM, y 1/3 gereit ¢ «Hemoit» dopmoit IIMK uepes
HeCKOJIbKO JleT (4—6) mosBisIMch Bce KJIMHMKO-3JIEKTPOKAp-
auorpadpmvyeckne NPHU3HAKHM, THIMYHBIE [Js MPOrpeccH-
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PYIOIHX IO TeUYeHHI0 ayCKYJIbTaTHBHBIX dopm IIMK, npn-
wem y 20% M3 HUX BHIABJIANOCH MPONaGHPOBAHME ABYX
KJaanaHoB (MUTPAJBHOIO H Tpukycnuaansaoro). HMHTepec-
HBIM cJleflyeT MpPUBHATH TOT (akT, YTO BTH MANUEHTHI aK-
THBHO 3aHUMAJNCH CIOPTOM /[0 BBIAABJIEHUA Yy HHX IpH
AMCTAHCEDHOM OCMOTpe BBHIDAKEHHBIX TPOSABIEHHHE MHO-
kapauopuctpodun Ha KT, mocyie uero um 6b1J10 TIpOBEae-
Ho Y3U cepama u mocrasien nuarxos IIMK. drto mopdep-
KMBAeT OTHOCHUTEJbHYIO YCJOBHOCTH Ppa3jesleHusd IIMK y
GoNbHBIX HA AYCKYJIbTATHBHYIO M «HeMyio» dopmer. Jlmar-
HOCTHYECKHil MOAXOJ K OleHKe QYHKIHOHAJIBLHOTO COCTOHA-
HAS MHOKapAa AOJUKeH ObiTh ofmuM aus obemx Qopm
IIMK y geTeit ¥ mMOAPOCTKOB.

IIMK 1 ¢pyHEKnHOHAJILHOE COCTOAHHE BereTaTHBHOM
nepsnoii cucremsl (BHC)

BHC urpaer Ba)XHYI0 pOJib B MHTerpanuu GyHEKIHMOHHPO-
BaEMA MHATpanbHOro kiamaxa. IlokasaHO, 4UTO MBIMIEYHEIE
BOJIOKHA MHUTDAJBLHOTO KjamaHa o6JafaioT aBTOMATH3MOM H
TpATITEPHO# AKTHBHOCTHIO B MPHCYTCTBHH KATEXOJNAMUHOB
(10. M. Besosepos, 1984). HapymeHnsi BereTaTMBHOH pery-
JIALMHA MOTYT MMeTh ¢«I'eHepaTN30BaHHBIE» NPOSBJIEHHA, T. €.
«CHHJIPOM BereTaTHBHON AMCOYHKIMH> (CBII), nnu KacaTbCa
TONBKO CepedHO-COCYAMCTOH cHucTeMsl (CHHAPOM HIO), BO
MOryT HMMeTb W TNpPeHMyIIecTBeHHO JIOKaNbHBIH XapakTep
AMcYHKIAH, KOTOPOH CBOMCTBEHHBI B OCHOBHOM MPH3HAKH
«IMCKMHe3un» (HapyIleHHe NBAKEHNSA). Opxrako ana mao6oro
ABJNeHNs, padBMBAlOerocsl B OPraHM3Me, BCer/a ecTh Kakue-
nu6o mpexnocsuikyu. OBmuil BereTOHeBPO3 (curgpom CBI) c
ero JIOKAJLHLIMH OUYATaMH padBHBaeTcs, KAaK NpaBHjo, Ha
doHe ompefeNeHHBIX (PEHOTHIHIECKHX NMPHIHAKOB GyHKIHO-
HanpHOro cocTosHns BHC: BArOTOHMYECKOH MIIH CHMIATOTO-
HAYeCKOo# ee HANPABJIEHHOCTH.

IIposabupoBaHne KJANAHOB, B YACTHOCTH IIMK, — BecbMa
repenkoe mposieienne CBI. Onmako 3jeck MHOroe Halo mo-
scHMTh. HasMume WM30JMPOBAHHBIX  TOJOCHCTOIAYECKAX
IeTYKOB, BBICTYIINBAEMBIX MPH ayCKYJIBTAIHH CePALa, N3-38
X SHAYMTEHHOM pACIpPOCTPAaHEHHOCTH (M 9YacTo obpaTIMoO-
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CTH) y AeTedl B IepuUOJie AMCTOPMOHO3a DEIIeHO OTHOCHUTh K
OfHOU M3 MHOIMX HeipoBereTaTWBHBIX AMUCHYHKIHUH €O CTO-
porsl cepana npu HILJ]. Bosnee BhipajkeHHble BereTaTUBHBbIE
paccTpoicTBa cO CTOPOHBI CTPYKTYP MHTPAJILHOTO KJjalaHa ¢
kauEHYecKoi kapTuHOo# IIMK o6bIuHO pasBuBaloTcs (He3aBH-
cumo oT ¢enoruna BHC) y fereii ¢ HaJnuueM Me3eHXHMaJb-
HBIX CTHMIM, CBHAETEJbCTBYIOIUX O «Majoii» AMCIJIA3UH CO-
eIMHUTebHOU TKAHM M KAacalOUUXCs TAKXKe CTPYKTYP MHT-
pajbHOro KJjamaHa. Ilepumoj nmybepraTHOro AMCrOPMOHO3a IO
CYINECTBY CJIYXKHT TOJTYKOM, HAPYIIAIOI[MM «IIaTKOe PaBHO-
Becue ajbsiHca GyHKOuoHupoBaHus BHC», uTo u nposBiser-
cs CBJ] pas3nudHOi HaNpaBJIeHHOCTH.

Cumnamuko-monuieckas HaPaBIeHHOCTb BereTaTUBHBIX
PacCTPOMCTB XapaKTepuayeTcs IHIepPAMHAMMYECKHM CHMIITO-
MOKOMIIJIEKCOM: TaXMKapAuel, CHUIKeHUeM yAapHOro obbeMa
cepAna, yBeJHYEeHUEM IOABMIKHOCTH CTEHOK JIEBOTO JKely-
JIOYKA M MeXXIKeJyAOYKOBOH Ieperopofku, GoJbIIAM cOJIH-
JKeHHeM NaNUJISAPHBIX MBIIUL U CTBOPOK MUTPaJbHOrO KJa-
maHa BO BpeMsl CHCTOJIbI, CJIaGbIM HATS)KEHHEM CYXOXKHJb-
HBIX HHUTe#, uTo B HTOore m obycimosiausaer IIMK. Crenenn
IIMK, ero reMoimHaMu4ecKue IPOSIBJIEHUS B3aBHCAT OT BBI-
Pa)KeHHOCTH AWCIJIA3MM COeJUHMTEJbHOM TKAHU cepAauna H
XapakTepa reHepajJu3aluy BereToHeBpoda y pebenka. Ilamu-
€HTHI C 3THM BADHAHTOM BereTATHBHBLIX PacCTPOMCTB OOGBIYHO
KauywTess Ha 6onu B obnactu cepauna. Ha OKI' wacTto BeISB-
JIAIOTCA CHUHAPOM YKOpPOYeHHOro HHTepBala P-Q, wuHorza
npexoAfinyue NapOuaJbHble CHHADPOMBI IpPeXJeBPeMeHHOIo
BO30OYK/EHHUSA JKeNyJ0UYKOB, NPHSHAKH MHOKapAHOAMCTPOGHH
(apymennss B ¢ase penoJsipH3alMi: CHHXKEHHE CerMeHTa
S-T, cHM)KeHHe aMIIMTYAb! 3ybua T, HHOrga ero ymjomieHue
JIO MBOJINHHH).

Tenes muokapauoauctpopuu npu IIMK g0 koHIa He siceH,
BO3MOJKHO, 9TO CBSI3aHO C MIINEMHeil NMANMJIISPHBIX MBI,
JlokasaTeJbCTBOM 9TOTO CIYXKHUT IMOJIOXKUTeIbHAas poba ¢ 06-
suganoM (mam apyrumu f-agpenob6ioxkaropamu). Ilpu Y3U
cepana auarsoctupyercsi IIMK I nuu II crenenu, yame mpo-
nabupyer ofHA M3 CTBOPOK KJamaHa, KpaiiHe pegko obe. Ilpu
crpecc-Y3H cepama y 1/3 Takux gereit (B ocHoBHOM mpm II
crenenn [IMK) BrisiBasiercss peryprutanusi, npudeM 3HAYU-
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TesbHee W uUame y TANMEHTOB ¢ MponaGupoBaHHEM obenx
cTBOpOK. IIpMBHAKM CHWXKEHUHA COKpATHTEbHON GQYHKIHA
JIeBOTO JKeJTy/0uKa OObIYHO He ONpeNesIAITCH. 9Ttn BapuaH-
re1 IIMK B OCHOBHOM TmporpeccupyiorT B GyayiieM, HO cTOM-
KO COXDAHMIOTCA y NAIUeHTOB M3 ceMeif, UIeHBI KOTOPBIX
nmeror IIMK.

Bazomonudeckas HANpPABIEHHOCTh BereTaTHBHON AwMC-
GYHKIMA CO CTOPOHBI CepAlla XapaKTepu3yercsd CHMITO-
MOKOMIIJIEKCOM THIOAMHAMUH: Gpagukapaueil c yBenmde-
HueM yJapHOTO o6beMa KDOBH, & TAKKe Y/AJMHEHHEM HH-
TepBaja MeX/y COKpAIleHMeM JIeBOrO JKeJyJodKa H Mpex-
cepans (3aMeJsieHHe ATPHOBEHTPUKYJIAPHOTO IPOBEAEHUs
uMIyabca). OTo BeAeT K HEMOJHOMY CMBIKAHHMIO CTBOPOK
MHTpaJbHOTO KJAMNaHA, IepepacTAKeHWI0 XOpX M mamui-
NAPHBIX MBIIII, YTO B HTOre NPOABIAETCA nposabuposa-
auem. Ciexyer ormeruTs, uto IIMK y neTeit ¢ BarycHoii
manpasinernoctsio BT MoskeT mpefuiecTBOBaTh PA3BATHIO
KIMHAYECKHX TNPHU3HAKOB BEreTATHBHOH AUCOYHKIAH.
IIpakTHUeCKH Y BCeX JeTel ¢ IIMK (8 Bospacte 6-10 mer),
NpOSBAAKIMMCS perypruranuei (B mokoe HIA TpH
cTpecc-Y3U cepana), obHApYKUBaJNACh (EeHOTHIHIECKHE
NpHBHAKY NpeobiagaHuA NapaCHMIATAIECKOro 3BEHA BHC
(no omenke MBT). ¥ HHX dYame HMeJO MeCTO codeTaHHe
IIMK u IITK, xapakTepHOW oOKasajach Hacje[CTBeHHAd
OTATOMEHHOCTh [0 HAJMUYHMIO CHHAPOMOB nposabnpoBaHUs
KjamaHoB, aTepockJepody, UBC, @iieprudecKuM 3aboute-
BAHHMAM, A3BeHHOM GOJIe3HH JKeJyaKa.

Jlo KOHOA OCTAeTCHA HesCHBIM, MOYEMY HeNmoJIHONeHHOCTh
COeIMHMTENBHON TKAHM 3HAUMTENHHO Yalle COYeTaercs ¢ OT-
KJIOHeHNSAMH HMeHHO MapaCHMIATHYECKOro 3BeHa BHC, mpo-
SABNAIOLUMHACH nuchyHKIUeH 61y JAI0IIero HepBa
(n.vagus). IIperanrinoHapHbIe BOJOKHA N.VAgUs 3aKaHYHBA-
JoTCS Ha HelpPOHAX BereTaTHBHBIX FAHIJIHEB, PACTIONOKEHHBIX
B CIJIETEHMAX OPTaHOB NHINEBAPHTENBHOM H IBIXaTeTbHON
cuereM, cepAna, KPOBEHOCHBIX COCYAOB IUEH, rpyAHOH H
6promHoit mosocTeif. IlocTraHrTHOHAPHEIE BOJIOKHA WHHEpPBH-
pYyIOT HemcuepYEHHYIO MYCKYJATypy OpraHoB, cepAeYHYI0
MBI, JXeJe3bl M KPOBEHOCHBIE COCYABI (II. U. Jlobxo,
E. II. Menbma® u Ap., 1988). 3araaka, BepOATHO, KPOeTCd B
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TOM, 4YTO HACJEAYIOTCA KaK OCOOEHHOCTH CTPYKTYPhI COEIH-
HUTEJbHOM TKAaHHW, TAK M XapaKTep BereTaTHBHOro obecmede-
HUA UX QYHKOUOHAJBLHOU AKTUBHOCTH. BUAUMO, 3TO OAMH H3
Ba)KHeWIIMX (PaKTOPOB IOJIMIeHHO HacJeJCTBEHHOM mpejpac-
MOJIOXKEHHOCTH KO MHOTMM 3aGoJieBaHUAM  (3KeJyZOYHO-
KHUIIEeYHOTO TPaKTa, CePAeYHO-COCYAUCTHIM, aJlJIepPTUYeCKUM U
ap.). Bompoc sakiiogaercs JMIIb B TOM, 4TO SBJSETCS OC-
HOBHBIM OpPraHOM-MHUILEHBIO.

OpraHoM-MHILEHbI0 B ZAHHOU CUTYaLlMH CJYXKAT CTPYKTY-
PhI cepAua, B TOM YHCJIe U ero KJamnaHHBIM annmapar. Peayis-
TAThl HAIIUX MCCJeJOBAaHUH MOKAa3bIBAIOT, YTO OYEHb YACTBHIM
NposBJIeHMEM TAK HA3hIBAEMOIO «BaryCHOTO CepAlLa» SIBJAET-
ca cuHApoM mnponabupoBanus (IIMK, mHOrZa B coueTaHHH C
IITK u ITAK). Barosasucumsele BapuanTsl IIMK Hepenxo co-
4YeTalTCA ¢ KIMHAYeCKUMH npoasBieHuamu HITI, rumoroHH-
YeCKMM ee BADUAHTOM, II09TOMY BO3HHMKAIOIIHe y JeTei
YTOMJIAEMOCTh, TOJIOBHBIe GOJIM, KapAUaJlHU MOTYT HOCHUTH
KaK KapAHaJbHBbIH, TaK M 9KCTpaKapAUalbHBINA (HelipoBerera-
THUBHBINA) XapakTep. Y QaHHOW IPyNIbl NAalMEHTOB YCTAHOB-
JleHa npaMas cBA3b MexxJy cremeHbio I[IMK, Hamuuwmem pe-
FyPruTanuu MU (eHOMEHOM «IMIepPBeHTHJIALMMN», KOTOPBIM
MOKeT NPOABJATHCA II0-PA3HOMY: NMEPMAHEHTHBIMM HPHCTY-
namMM ¢ 4YyBCTBOM HeXBATKM BO3JyXa, YacCTBIMHU TIIyGOKHMH
B3ZI0XaMU MJIM B BHJe MX OKBUBAJIEHTOB (3eBOTa, CyXoe IMO-
KallJXBaHHe).

VY paga fgereit HabiOAIOTCH NapOKCHU3MaJIbHble COCTOS-
HHSl, KOTOphle NPOABIAIOTCA ATHIIHYHBIM IPUCTYIOM YAY-
WibsA, pPa3BUBAIIIMMCA Iocje (UIUYECKHUX HATPY30OK HIH
NCUXO09MOIMOHAJBHBIX CTPECCOB. OTH COCTOSSHMSA y JAeTei ¢
BeipaxkeHHBIM IIMK (kak mpaBusio, HeTH-BATOTOHMKH) HA3hI-
BAIOT NCUX06€2eMAMUEHbBLMU KPUIAMU UIH «TaHUYECKUMH
arakamMu». Hepeiko OHM CONPOBOXKIAIOTCA pPasBUTHEM CHH-
KONAJIbHBIX COCTOAAHUN (0OMOPOKOB) MJIM NPUCTYIAMH MHUTrpe-
HH (cm. HITMO). ITo cymectBy Bce Haubosiee BhIpakeHHBIe
uauonarudeckue dopmel IIMK — mporpeccupyiomue, 4To Xxa-
PaKTepu3yeTcs HApACTAHWEM PperypruTanuuy Hapsjgy ¢ AHC-
OJACTHYHOCTBIO CTPYKTYP KJlaaHa M mpeobiafaHueM Baryc-
HOM peryJisiiuu cepaevyHoil JeATeNbHOCTH.
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Iloaromy mpu Takux sapuantax IIMK y JleTeil 4acTo BhI-
aBnsIoTCs HacTeicTBeHHo obycaonennsle OKI' denoMeHBI
runa CPPYK, cunapomst WPW, a Take cnaGoCcTé CHHYCOBO-
ro yana. Ocobyio omacHOCTh IpeACTaBIAeT 9KT cuHApoM yA-
sunenHoro unTepsana Q-T. V jereii ¢ IIMK oH MoKeT GHITB
OpUYHMHON BHE3AIHOM cep/leYHON CMEpPTH.

IIporpeccupyioljyue BIUAHASA Baryca y HalueHToB ¢ MAHO-
natuueckumu Qopmamu IIMK cmocoGeTBYOT HapYIIEHHIO
[IPOBOAMMOCTH. DTO TMPOsBIAETCH PasIHIHBIMU 60KagaMu
(aTpUOBEHTPUKYIAPHBIMHA, HOXKEK MydKa Tuca, ero BerBeif) 1
BeleT K pA3BHTHIO MHOKADAMOAUCTPOHH Kak PpesyiabTaTa
JUIATeNIbHOM TKAHEBOH MIOKCHH MHOKAapAa.

letu ¢ ONMMCAHHBLIMM BapHaHTaMH IIMK 065IYHO HJIOXO
NepeHOCAT (PUBMUECKHe HATPY3KH, HUTO MOXKeET NPOSIBIATLCA
NepMAHeHTHBIMH IIPH3HAKAMH THIEPBeHTHJIANUOHHOTO CHH-
xpoMa (B CBsSSHM C THNepBoJeMHell Majoro Kpyra KpoBooGpa-
[eHus), PasBUTHEM CHHKONAJIBHBIX COCTOSHHUM, CHHAPOMA
BHe3AIHON cep/leuHON CMepTH.

Takum o6pasoM, clefyeT NOAYEPKHYTh, HUTO MeAHATPRI
JOMKHBI XOPONIO TNpeicTaBNATh ceGe BCIO HOMEHKJATYDY
CHHApOMAa MPONAOMPOBAHMA KJANAHOB, MOCKOJIBKY OT mpa-
BUJIBHOMN ero TPAKTOBKH, JIeeHHs ITHX MAIMeHTOB 3ABHCHT
nporxo3d 3a6oeBaHu.

KJACCHDPUKATIAA A HOMEHKJIATYPA
IIMK y fereil 1 MOJPOCTKOB KJIacCHPUIIUPYIOT:

I. ITo npuxunam 603HUKHOBEHUAR!

1. Unnonartndeckne (mepBHUHbIE):

A. Ha done aucniacTHYecKuX aHOMAJINI COeTHHATENbHON
TkaHM (PMIepPMOBHMIBHOCTh CYCTABOB, IMJIOCKOCTOMHE,
CKONMO3, HAPYIIEHHEe OCAHKH, HedpomnTo3, BAPHKO3HOE
pacimiMpeHye BeH U p.)-

B. C HanuupmeM aHOMANMil M APXNTEKTOHHYECKHX nepe-
cTpoeK B CTPYKTypaxX KJjamnaHa (momosIHATEIbHEIE XOP-
b1, AHOMAJIMH PA3BHTHSA KJamaHa, KOPOTKHE, JINHHEIE
Xop/b! U (MIM) MaNHUIAPHbIE MBIILIIBI).
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B. Ha ¢oHe BhIpasKeHHBIX (JeHOTHIMYECKUX OcoBeHHOCTel
ucxoxgHoro cocrossHua BHC (BaroroHuyecKuit wuu
CUMIIATOTOHUYECKHUH THII).

2. BropuuHsle:
A. CBsAsaHHBIE ¢ MHUKCOMATO3HOH JereHepanueil KJama-

Ha — IPM CHCTEeMHBIX MYKONOJHCAXapuAo3ax (CHH-
npomel Mapdana, 9nepca—[lanioca u ap.).
B. IIpu BIIC.

B. Ilpu cucTeMHBIX 3a60JIeBAHUAX COeAMHUTETHHOM TKAHHU
(CKB, pesmokapaut, IOPA u ap.).
T'. Ilpu HepeBMaTHYECKOM KapAUTe, MHOKAPAUONATUH.

II. ITo ayckynomamuerbLM NPOAGLEHUAM:
1. AyckyabraTuBHas Qopma:
A. VsonupoBaHHbIE «TOJIOCHCTONIMYECKHe MIeJYKH» B IO-
KoOe, HaJM4yMe MHHUMAJbHOH PerypruTaliu Ha CTpecc-
VY3H ceppua.
B. Ilenuku B cOUETAHHUH C MO3JHUM CHCTOJIMYECKHM IIy-
MOM.
B. ITosaauil cucTONNYeCKHi IIyM.
2. «Hemas» dopma (IIMK roabko npu Y3U cepaua).

III. ITo knunUYeCKUM NPOAGLEHUAM:

1. Bes kaunrndeckoi kapruusl HIIJI (kapauansHoit GopMET).
2. C xnnEnYeckoi kaprunoit HIIJ (kapauansuas dopma).
A. «BarycHoe cepaue».
B. CumnaTtukoToHusa (TaXMKapAus, CUHAPOM YKOPOUEHHO-
ro uHTepBasa P-Q u xap.).
B. C cUHKONAJIBHBIMU COCTOSIHUAMH.
I'. C runepBeHTHISIUOHHBIM CHHAPOMOM.

IV. ITo dannoem Y3H cepdya:

1. ITponaGupoBanue 6e3 perypruTanuu B IOKoe:
A. Ilpu crpecc-Y3H cepauna — OTCYTCTBHE perypruTamiu
(knacc 6e3 GyHKIMOHANIBLHBIX HAPYILIeHWiT).
B. Ilpu crpecc-Y3M cepama — Hanuuue perypruTamuu
(ky1ace ¢ GYHKIMOHANBHBIMA HAPYILIEHUAMH).
2. IlponabupoBaHue ¢ peryprutanueii B mokoe:
A. Usonuposauusiii IIMK.
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B. Coueranue IIMK ¢ nposa6upoBaHueM APYTAX KJIANAHOB
(IITK, IIAK).

B. IIMK B coueTaHMM C HapylleHHeM COKpATHUTeJbHOR
¢yHKIUHA MUOKAp/a.

3. Tlo cremeHu mposabupoBaHUA: 1-A cTemeHb (4-6 Mm); 2-2

crenesb (7—9 Mm); 3-a cTeneHb (6o7ee 9 MM);

V. ITo couwemanuto ¢ IKI' npusnaxamu:

-

. C DKTI curgpoMaMyu (CHHIPOM YKODOYEHHOTO HHTepBAaja
P-Q, CPPX, cunapom WPW, cHHADPOM YAJHHEHHOTO HH-
repsana Q-T).

. C nposiBlIeHUSIMH muoxapauoxuctpodun (1, 2, 3-a creme-
HH).

VI. Mo nanuvuio npu3HaKosé npozpeccupoGanus:

1

2
3

. IlporpeccupoBaHue:

A. IlosBieHue perypruTanuy epes 1-2 ropa.

B. VBeandeHue o6’beMa perypruTanuu uepes 1-2 ropa.
. Bea fuHAMUKH.
. Ymensmenue nposasneruit IIMK.

VII. ITo Hanu4uio 0CRLONCHEHUL:

1
2
3.
4
5

. BakTepuaJbHBIN 9HIOKADAUT.

. HapyuwieHusi pUTMa U IPOBOAMMOCTH (yKasaTh Kakue).
«OcTpas MUTpaJbHAS PerypruTanuds.

. CeppeyHas HeOCTATOYHOCTb. -

. Bea ocyoKHEHUIA.

VIII. ITo ucxodam:

1

. BraronpusTHBIE.

2. HebnaronpHusATHBIE.

B peaysibTaTe KOMIJIEKCHOTO obcsle[oBAHUSA JeTell ¢ Hpo-

nancaMy cepAedHbIX KJANaHOB (TIICK) mamu (JI. M. Bensesa,
0. A. 3murposuy, 1998; O. A. 3murposuy, 2000) onpenener

P

AJ] XapaKTepHBIX KJINHUKO-AHArHOCTHYECKHUX H reMOAUHA-

MHUYECKMX MOKa3aTeJeil, I03BOJUBIINX BbIAEIHTE TPU ¢deHO-
runnueckux Bapuanta IICK: 1) gernm ¢ IIMK I cremneHH;

2
1

) neru ¢ IITK B coueranuu ¢ IIMK I cremenu; 3) feTH ¢
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IITK B coueranun ¢ IIMK II creneru. Cnegyer yrO4HUTb, YTO
2-# u 3-if BADHAHTHI, UMesi MHOTO OBMMX KJIMHHKO-QYHKIKO-
HaJbHBIX TPU3HAKOB, 3HAYMTENBHO OTIHYAIOTCS IO CTeNeHH
reMOAMHAMUYECKAX HADYIIeHHil Ha MATPAJbHOM KiamaHe. A
VUUTHIBAS OLMHAKOBBIX CPefHHMH BO3PACT OTHUX nereit, CYH-
TaeM IeJecoo6pasHLIM BblJeJleHHe HMeHHO TpeX (eHOTH-
nuueckux BapuanTos IICK.

Ina nereit ¢ Bapuantom IIMK I cremeHM XapakTepHbL
KapAMANTHYeCKUI CHHAPOM, (eHOMeH TIHIePBeHTHJIANNY,
skay10661 Ha YacTble roJioBHbIe 60JM, MJIOXYH0 NePeHOCHMOCThL
(uanueckoit Harpysku. IIpu aycKyJbTalun cepAla BbISBIIA-
eTcs CHCTOJIMYECKHUH IIyM, KOTODPBIN codeTaeTcsl CO HIeJTYKOM
murpansHoro kianasa. Ha OKI' ompenesnsiioTcsi HeCJIOKHBIE
HADYIIEHHS PUTMA, JelIpeccHs KOHeYHOH YacTH KeyAoYHOro
KOMILIeKCa M OTKJIOHEHMe 3JIeKTpUdecKoil och cepama (<o)
6ospme 70°. V nmereit ¢ BapumanTom IITK BhlmmeykasaHHEIe
NpH3HAKY MposBJsiioTes ropasno spye. Ha OKI' permerpupy-
joTcsi apuTMuu, menpeccusi uHTepBaza S-T u 3y6ua T, or-
KJIOHEHMe bJeKTpHuecKoil ocu cepaua (<o) Gonvme 70°, ne-
¢unur maccsl Tesa. Ilo gasreiM KUT u KOII, obnapyxuBa-
J0TCA BBIPAYKEHHASl MCXOJHAS CHUMIATHKOTOHHUS U THMIEpPCHM-
natukoToHUdYecKkuit Tun BP. IIpu BbIIBJIEHMH BbIIIEYKa3aH-
HBIX KJIMHHYeCKMX INpOsBIeHUi y Jereit B Bospacre 9-
14 ner, paxke Gea mpoBefeHHs UM JOMIIepoKapiuorpaduye-
ckoro (JI-9XO0-KT') uccienoBanus, ¢ Gosblioi foseil BeposT-
HOCTH MOXKHO 3amofo3puth Hanuuue IICK, mpuuem BBICOKYIO
BeposaTHocTh uMeHHO IITK.

V pmereit ¢ IIMK I crenenn npu mnposefenuu [[-9XO-KI'
reMOAMHAMUYECKH S3HAUMMAS PerypruTanus Ha MHUTPaJIbHOM
KjanaHe BbeIsBAsuIach B 6,7% caydaeB. I'eMogMHaMHUYeCKH
3HAUMMAS peryprutanus Ha TPUKYCIHHAAJLHOM KjamaHe y
nereit ¢ IITK puarnocruposasnace y 19,2% nanueHToB, 4TO
nmocroBepHo wame, uem y gereil ¢ IIMK I cremenu (3,3%,
p < 0,01). Ilpuuem, ecin y feTeil ¢ BADMAHTHBIM CHHIPOMO-
KommiexcoM, xapakrepHbiM aas IITK + IIMK I cremenw,
YACTOTA B3HAYMMBIX HAPYUIEHHI reMOJAMHAMHKH Ha MHTPasb-
HOM KJIaTIaHe He OTJIMYAaJach OT AHAJIOTHYHBIX ITOKasaTeseil y
nereit ¢ IIMK I cremenu, TO y NANMeHTOB ¢ BapHAHTOM
IITK + IIMK II creneHu reMoAMHAMHYECKH 3HaUUMas peryp-
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IPUTANMS HA MUTPAJbHOM KJamaHe AMATHOCTHPOBAJach daie
(29,2%) mo CcpaBHeHMIO C BAPHAHTOM IIMK I crenesn
(p < 0,05). 9T0 M MO3BOJMIIO BBHIAENHATE 3-it BapuanT IICK.

M. Gitsby et al. (1989), npoaHanM3uMpoBaB KOMILJIEKC
(eHOTHINUECKHX MapKepoB Y IMAIMEeHTOB C CHHAPOMOM
[AMCIIIA3MY COeJMHHTeNbHON TKAHH, BBIABUJIM Y HHX deHO-
TMIMYecKYI0 NpoTsxenHocTh: Hopma — IIMK — curxpom
Mapdana.

V obciiefOBAHHBIX HAMH JleTeil TaKKe HMeJHCh deHOTH-
nuyecKHe MPHU3HAKH, OTPAXKAlOIlMe BPOXKIEHHBIE ocoGeHHO-
CTH CTPOeHHsI COeJAMHHTeNbHOW TKaHH. MoHO mpeAmoo-
JKUTB, UTO B SABHCHMOCTH OT BKCIIPECCHBHOCTH Je(deKTHOro
reHa TPU3HAKH JUCIJIACTHYHOCTH COeIMHUTEJbHONH TKaHH,
KOJIMYeCTBO M CTelMeHb NpoJiaGMpyeMBIX KJamnaHOB cepAana,
YACTOTA M BHIPAYKEHHOCTh HAPYIIEHHI BHYTpHCEPAEYHOH Te-
MOAMHAMMKH TNPOABJAITCS MO-PAa3HOMY: ¥ neTeil ¢ BapHaH-
tom, xapaktepaeM guis IITK + IIMK II cremenn, — Haubosee
ApKO, a y AeTeil ¢ BADHAHTOM, THIWYHBIM AJIA IITK + IIMK
I cTemeny, OHH MeHee BhIpakeHBI. V1 eciH JOMOJHHTH BBIIIE-
NpHBeJeHHYI0 «(DeHOTHIHYECKYI0 MNPOTAXEHHOCT», TO 3TY
rpynny JMI clefyeT PacIoJIOXHTh «6nmke» K CHHAPOMY
Mapgana: mopma — IIMK — IITK + IIMK I cr. — IITK +
+ IIMK II ct. — curgpom Mapdana.

Ha oCHOBaHMM Pe3yJIbTATOB HMCCJIEfOBAHMI HAMH MPeJIo-
sKeHBl npaKmuueckue pexKomendayuu, KOTOpble MOTYT HC-
MONB30BATHCA B KJIMHAUECKOMH paboTe 11l PAHHEro BHIABIIe-
uns IICK y gereit u fanbpHejiniero HabMOleHHuA 3a 9TUMH Ia-
HeHTaMH:

m IIpu BeIABJIEHUH y AeTeil »ayio6 Ha Gosm B cepAme, ro-
JloBHble 601HM, TNpPU3HAKOB (eHOMeHa TIHINepBeHTHUIANUM,
ypoBHsl (M3HUECKOTO Pa3BUTHs HHUIKe CPeHero JICTapMo-
HUYHOTO ¢ AeHIMTOM Macchl Tejla, a TAK¥Ke C HAJIAYHEM H3-
menenuit Ha OKI' B Bujae HECJIOXHBIX apuTMHii, AenpeccHH
ay6ma T n wunTepsasa S-T Bo 11, III, aVF, V5 u Vg oTBexe-
nusx, npasoro tnma IKI (yrom a > 70°), codeTapmuXcs ¢
NPU3HAKAMH HCXOJHOIl CHMIATHKOTOHHH BHC no KHUT, cie-
ayer samogoaputs IICK, m s yTouHeHHs AMArHo3a TAKHM
nersim nokasano Y3HU cepaua.
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m Jlereit ¢ IICK ciexyeT OTHOCHTH K TpyIIe pHCKa IO
PAsBUTHIO HapyIUIeHHH HeHTPATBHON H BHYTPHCEpAeYHOM! re-
MOAMHAMHUKM. DTHM NanveHTAM HeoO0XOoAMMO JHCIaHCepHoe
Habmoferue Kapauosora, nposegerne [-9XO-KI' u OKT wuc-
cJlefloBaHMI B IMHAMHMKe, TAK KaK HMeloliuecs H3MeHeHHUS €O
CTOPOHBI KJANAHHOTO amiiapaTa cepAua B IOC/eAyiolieM Ipo-
rpeccHpyIoT, yrposKas PasBUTHEM OCJIOKHEeHMUH.

m Jletu ¢ usonuposanubiM IIMK I crenenu Ges remoauHa-
MHYeCKH 3HAUMMOM MHUTDPAJbHOM peryprutanuu He HYXKJIAIOT-
cl B OTPaHWYEHHUH [IBUIaTeJILHOTO pexXuma. I-9XO-KT' mc-
cJlefloBaHMe UM HeoGXOAMMO MPOBOXUTL OAUH Pa3 B rof.

m Hanbonee axkTuBHOro HabiofeHMs TpeOylOT HeTH ¢
kombuauposanaeiM IICK. JI-9XO-KI' uccnegosanyue M cie-
ZyeT MPOBOAWTH He pexke 2 pa3 B roj, obpamias BHUMaHHe
Ha cTemeHb peryprutanuu. IIpH reMogMHAMHUYEeCKH 3HAUHU-
MOif MHTpaJbHOW M (MJIM) TPHKYCIHIAQJIbHONH perypruTanuyu
NOKAa3aHO MpoBefeHNe MeZMKAMEHTO3HON TepaluH, Hampas-
JIeHHOM Ha yJydlleHHe TPOhHUECKUX NPOIECCOB B MUOKap/e
(puGorcun, rorxapboxcurasa, AT® u ap.). WM nporusormo-
KasaHbl BaHATHA CIOPTOM, HO OHM MOryT 3aHHMATBCA B
rpynnax Jyede6Hoit (GU3KYJABTYPBI MJIM MO MHIUBU/YATIbHOM
nporpaMme.

m K oco6oii rpynme pucKa OTHOCATCS AETH ¢ MHKCOMATO3-
HOM JereHepanueil MutpaibHoro kianana. Hame nccienosa-
HUe y BceX 3THX JeTedl BBIABMJIO reMOJMHAMHYECKH 3HAUH-
MyI0 MUTPaJbHYIO PerypruTanuio, HMeNyi0 BepoATHOCTb
JaJbHeiIero NporpeccHpoBaHus.

m Bospubie ¢ IITK B coueranuu c¢ IIMK II cremenu c
reMOAMHAMIYECKN 3HAUMMOI peryprurtanueil ¥ NpH3HAKaMH
06beMHBIX Teperpy3ok MpaBoro M (MJM) JIEBOTO KeJIyJ04KOB
JIOJPKHBI KOHCYJIbTUPOBAThCA KAPAMOXUPYProM /[JIsl pelleHus
pormpoca O IJIAHOBOW ONepaTHBHOH KOPPeKIMHM, TaK Kak
BhIIIeYKA3aHHbIe HAPYIIeHHsA OOBIYHO MPOrpecCHpyOT K
CBOMMMU OCJIOXKHEHHUSAMM YIPOXKAIOT KU3HHU MallHeHTa.

OCJIOKHEHH S

Ocnoxxunenns npu IIMK y nereii BO3HHKAIOT AOCTATOYHO
peako. OjaHako cielyeT MOMHHTb, UTO NPH BbIPAXKEHHBIX
ero (opmMax Ha CTBOPKAX KJalaHa MOTYT padBUBAThCA fAB-
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JIeHMsI MHMKCOMATO3a, YTO CO3/aeT Yrpo3y NpHCOeAUWHEHHUS
6aKTepuaJbHOrO 9HAOKADAMTA MHUTPAJbHOrO KjamaHa — Td-
skesloro 3aGoJieBaHUS, HepeAKO IPHBOAANIEro K rubean
6oapHOrOo. ITo NMUTEpPAaTYPHBIM AAHHBIM, 3TO I'DO3HOE OCJIOXK-
Henue passuBaercs y 10% pereit n moxapoctkos ¢ IIMK IT n
III cremenn.

Cpenn ocnokuernii IIMK Hamu uame HaGroofanuck pas-
JIMYHBle HADYIIeHWs pPATMA ¥ OpoBoguMocTH (aTpuo-
BeHTPUKYJAPHble GJIOKa/AbI, dKCTPACUCTOJINH, CHHAPOM Cla-
60CTH CHHYCOBOrO yaja M T. A.). B aTHX cHTyanusax Bceraa
Heo6XoAMMO yTOuHATH MX renesd (tombko ju IIMK sapiasercs
IpPUYMHON WX pasBUTHs MM aTo mpossnenns HIUM, xapam-
anbHOM ¢dopmsel). OcTpas MUTpPaJbHAS PerypruTanus, OPOsAB-
JA0masgcs OTPHIBOM XOPAbI (WJIM PasphIBOM NAaNMJUISPHOM
MBIIIIEI), OMMCAHA Y B3POCJBIX IMANMEHTOB € TSXEJbIMH Ba-
puantamu IIMK. Msl B cBoeil mpakTHKe ¢ 9THM OCJIOKHEHM-
eM y JeTeil He CTAJIKNBAJINCH.

JIEYEHHE

Jleuenue ¥ TakTHKa BefeHus 6GoapHoro ¢ IIMK pomxHBI
6LITh MAKCHMMAJbHO MHAMBHAyasusupoBaHbl. IIpu aTom cie-
IyeT yuuThIBATH Bo3pacT peGeHKa, IOJI, HACJENCTBEHHOCTH
(nanuune B cembe IIMK, CBJI, HILH, cepaedHoii maToJOruu
W T. A.), HANTMYMe NPH3HAKOB AMCIJIACTHYHOCTH, (PeHOTHIIH-
yeckne ocobennoctu BHC, B mepumoge mybepraTHoi mepe-
crpoiikn — manmume n xapakrep CBI, HIII. Hajo omeHHTH
raxke anHamuky DKI' mokasarteseit, pesynbrarel Y3H cepa-
na (KesnaTenbHO ¢ MpoBefeHneM cTpecc-Y3H).

Iereit ¢ I crenensio (4—5 mm) IIMK Ges mosiBiIeHHA faKe
MHHMMAJBHOI perypruTanud IOpu TNpoBefeHHH HM CTpecc-
V3U cepAua MOMKHO CUMTATH NPAKTHYECKH 30poBbIMH. OHH
MOTYT 3aHHMAThCSI (PUBKYJIBTYPOH U CIIOPTOM.

Iletn ¢ I crenennio IIMK u HajuuueM perypruTanuu npx
crpecc-Y3Y [OMKHBI HAXOAUTHCS MO/ HabJoJeHHeM peBMa-
Tosnora. YIM HexKeJaTeJbHO 3aHMMATHCS THXKeJIBIMH (cTaTHde-
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CKMMH ¥ JAVMHAMHYECKMMH) BHAAMM CIIOPTAa, HO OHH MOTYT
3aHUMATBECA PUBKYILTYPOI.

Heru co II u III crenmennio IIMK HaxoxsTcsi Ha AHCHAH-
cepHOM HaGJIIOleHUH Y peBMAaToJIora.

Boabnsle co II crenensio IIMK moryt BecTH OOBIUHEIN 06-
pas ’KM3HM, 3aHUMaThcH (PU3KYJIBTYpPOH B obmieit rpynme (3a-
npelieHsl KPocChl U COPeBHOBAHUSA).

Ilanuentam c III crenensio IIMK pekomeHAyIOTCA HHIH-
BHAyaJbHO mojo6paHHble Kypehl B rpynnax JI®K. IIpakTuue-
CKHe MepONpUATHSA IO HAGIIOJeHHUIO 3a 9TUMU NalHeHTaMHu
HM3JIO’KEeHBI BhIIIe.

Meduxamenmosnas mepanus TpefycMaTPUBaeT Jieue-
HHUe BereTATHBHBIX HAPYIIEHWI ¢ y4eTOM MX HaNpaBJeHHO-
cta (cM. ra. 7). B psage caydaeB 27O BeJleT K 3HAUUTEJIbHOMY
ymenpienuio IIMK. Ieram co II u III cremenrsio IIMK mo-
KasaHel 2—-3 pasa B Troj Kypchl JiedeHHs IpelapaTami,
yaydmammumMu Merabonusm B Muokapie (sumamunvt C,
epynnuvt B, scupopacmeopumvie eumamunst A, E, D; sccen-
yuane, unosue-F, pubokcun, goruesas kucioma U T. I.).
IIpn wanuuuu y peGerka c¢ IIMK cuHAIpOMa yIJIMHEHHOTrO
unTepBasa Q-T peKOMeHAYIOTCSA KYPCHI JieueHUsI 003udaHoM
B MHAMBHAyaJbHO mopgobpanHoit pose (0,5-1,5 mMr/kr B cy-
TKM B 4 npuema) B TeueHue 2—4 MecsAleB, C IOCTENEHHO
ormenoit. ITauuentam ¢ IIMK u BblpakeHHBIMH MopdoJIo-
rMYeCKMMM M3MEHEHUSMHU Ha KJamaHaX HeoOXOJHMMO NPOBO-
AUTH NpodMJIAKTUKY OGaKTepHaJbHOTO 3dHAOKapAHTa (aHTH-
6akTepuasbHble npenapaTel B TedeHue 7-10 xHeil mocie
nwboro xupyprudeckoro BMemarenabcTBa). Hersam c¢ IIMK,
OCJIOKHUBIIMMCS HapylIeHHeM DPHUTMa, NPOBOAUTCHA HPOTH-
BOAPUTMHYECKAS Tepamus.

TakTuKa BefleHUs Jerell ¢ «Hemoi» dopmoit [IMK B oc-
HOBHOM TaK)X€ 3aBHCHT OT HaJIMYMUs M XapaKTepa Berera-
TuBHBIX Hapymenuit. Crenens IIMK u umeromuecsa auc-
Tpoduvyeckue usmenenus Ha OKI onpegensior obbem ¢u-
3auvyecKod Harpysku (nmbo ¢puakynbTypa B obmieil rpymme,
nubo JIPK).

Heru ¢ IIMK Hy)xjaioTcsi B AUCIAHCEPHOM HaGJIOJeHUH,
TAaK KaKk MHOrHe M3 BAPHAHTOB 3TOT0 CHHAPOMA MOTYT IpO-
rpeccHpoBaTh.
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TJIABA 7

CHH/IPOM BETETATHBHOU
IUACOYHKITAHA (CBJT)

ﬁ

Cpean KJMHMIMCTOB [0 HACTOAIIEro BpeMeHH BeAyTCd
JMCKYCCHM TO BONPOCAM TEePMHHOJIOTHH: BEreTococyAucras
JMCTOHMS, BereTaTWBHBI HEBPO3, HEHPOLUPKYIATOPHAS AHC-
TOHHMs, ACTeHOHeBPOTHYECKH# CHHAPOM H T. A. B cBsasu ¢
STHM HAJO OBCYAMTH AaHHYIO NpobieMy ¢ MO3UL AN HMMeB-
muxcs paHee TpeACTABJEHWH M HA OCHOBAHUM De3yJbTATOB
COGCTBEHHBIX MHOTOJIETHHX HCCJIeJOBaHMH.

Ipobiema ocraerTcd AKTYaJbHOHM, TaK Kak pacmpocTpa-
HeHHOCTh BEreTATHBHBIX AMC(YHKIHMN y HeTeil M MOXPOCTKOB
pechbMa 3HaumTeNbHA M Kosebmercsa or 20 xo 30% B momyJsid-
nun (H. A. Benokons, M. B. KyGeprep, 1987; JI. M. Bense-
Ba, 1990).

IIpeskie Bcero HeOOXOAUMO MOAMEPKHYTE, UTO CB[ — aTo
He caMoCTOATeJbHAs Ho3oJOTHYecKas (opma Gone3Hu, a
CHH/APOM, KOTOPBIN MOJXKeT NpeAIIeCTBOBATE PASBUTHIO odYeHb
MHorux saboseBaHMi, OTHOCAIIUXCH B MepBYK OUepeab
K rpyrmie HOJHreHHO uacne;{yemmx,.coc'ruanmomux 90-95%
Bceli  XpOHMYeCKOil  NATOJIOTHH  B3POCJIOTO  HACENeHH:
(1I0. E. Benbrumies, 1984; C. K. Kmoesa, 1990).

B oriMuMe OT MOHOreHHBIX HacJeJCTBEHHBIX GoJsiesHel,
PasBUBAIOIIMXCS HA OCHOBE MYTANMH e[WHCTBEHHOTO reHa,
HOJUreHHO HaciefyeMble Goe3HH OGYCJOBIEHBI CYMMApHBLIM
(ajInTHBHBIM) 3(deKTOM HECKOIBKHX MaJbIX TeHHBIX MyTa-
uuii npu HeGJAronpuUsTHOM BIMAHHH ¢daxkTOpoB BHeIIHeH
cpe/ibl (MMTAHME, CTPecChl, KJIUMATHYECKHe ycioBus, HHpEK-
uuu u 1. A4.). C 5THM CBA3AHBI HX CJIOXKHAA MHOro)aKkTopHas
[pMpOJia M HemoJYMHeHHe NP HacJle/OBAHHI KJIACCHYEeCKUM
saxonam Mengens (0. E. Benbruines, 1984; B. H. Pocros-
nes, 1986).
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B BO3HMKHOBEHMH 3THX 3aboJieBaHHMU BaKHeillas poJb
npuHaAIeKUT GaKTOpaM BHeIIHeH cpebl.

K nonureHHo HacjeAyeMbIM (HJH, KaK MX ellle Ha3bIBAIOT,
K «3ab0JIeBAaHUAM € ceMeHHOU NpeJpaclosioXKeHHOCThIO») OT-
HOCATCA NPAKTHYECKU BCe CepedHO-COCYAMCTEIe 3a60IeBaHUA
(nepBuyHas (dcceHUUANbHAA) THUIEPTEH3Us, HIIeMUYECKas
Gosle3Hb cepjlla, AaTepPoCcKJIepo3 C ero KJMHHUKO-MOpdo-
JlornuyeckuM mnojaumopduamMom), GOJIE3HH JKeTyHAOYHO-KHIIey-
HOrO TpakKTa M remnaToOHJuMapHO cucTeMb! (A3BeHHad 6o-
JIe3Hb, FACTPHUT, KOJIUT, d9HTEPONATHH, XOJIEIUCTHUT, KeTUYHO-
KaMeHHas1 60JIe3Hb, NMAHKPeaTHT M Jp.), NodYedyHasdg IATOJIO-
rus, ajjeprudeckasi HACTPOEHHOCTh OpraHuama. B mociennue
roibl JOCTHTHYTHI ONpefie/ieHHble yCIIeXH B IOMCKe MapKepoB
ceMeMHOW IpeApAaClONOKEHHOCTH K pPeBMaTH3My, GOJbIIMH-
CTBY CUCTeMHBIX 3aGosieBaHMi coefuHuTenbHOM TKaHU (CKB,
IOPA, CC), ¥ onkosabGosieBaHHSIM, K LeJIoMy pAAy GosesHeit
KOXH ([copuas, pasHble (JOPMBI JIHIIAS U AP.).

MO’KHO BBIZEJUTH OOIMe YepThl, XapaKTepHble [JIA BCeX
MoJIMreHHO Hacyiefyembix 3aGosepanuit (}0. E. Benbrumes,
1984):

M ceMeiiHas MOJBepP>KeHHOCTh, HaJU4YHe B ceMbe KaK MH-
HUMYM JABYX (eHOTHIOB B3J0POBOTO H IIOPAa’X€HHOro, IpH
9TOM 4YacTOTa MOCJeJHEro CyINecTBEeHHO BhIIe, 4eM B oOIei
NONYNALUU;

M HaJiyMe [AaTOTeHeTUYEeCKUX HJM AacCOLMHPOBAHHBIX
MHOTOMEPHBIX MapKepoB IIpeJpacloIOXKeHUs, YCTaHOBJIEH-
HBIX JJIsi MHOTMX M3BECTHBIX MHOroGaKTOPHBIX Gosie3Heil;

M XpOHHMYECKOe TeueHHUe GOJIe3HH, Bapuabes]bHOCTb KJIH-
HHYECKUX MNPOSABIEHHH (KIMHUYECKUH KOHTHHYYM) OT CKPBI-
TBIX ()OPM M NOrPAHUYHBIX COCTOSIHMM HO Pe3KO BLIPaXeH-
HBIX;

W pa3MYMA KJIMHUYECKUX INPOSBJIEHUH, BO MHOIMX CIYy-
yasix 3aBHCHAIL{HE OT [10JIa U BO3PACTa;

W Goslee paHHee HAYAJIO M YTsXKeJeHHe B HUCXOAAUMX IIO-
KOJIeHHAIX CeMbH, HO ocjabieHHe TsAKecTH 00JIe3HH IO Mepe
YMeHbIeHUs CTeleH: POACTBA;

M CXONCTBO KJHMHHYECKHX M JAPYTHX NposABJIeHHi 3aboie-
BaHMA y OJMiKaWIIMX POACTBEHHHKOB M 60oJbHOro pebeHKa;
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5T0 CXOJCTBO OTpaXkaeT KOI(PPUIMEHT HacIeXyeMOCTH, mpe-
BBIMIAOMIMIN /151 IOJIMIeHHO HacJelyeMBbIX Goneaneir 50-60% .

C oTHX TMO3MIMIA TepPBHIMH TpefBeCTHHKAMU Hadaja 3a60-
JleBaHMii ¢ ceMeitHOil IPeJPacTOIOKeHHOCTEI0, KAk npaBHJIO,
ABJNSIOTCA BereTaTHBHBIE DACCTPOHCTBA B PeryJALUI yHK-
IMOHUPOBAHUS OPraHoB (cucTeM)-MHUIIeHeH, 9TO CJEeAyeT pac-
HeHMBATH KaK [OTPAHMYHOE COCTOSHHE HIH npeabosIe3Hb.
Dru HApyIIeHHMs Ha TepBbIX dTamax Beerja HOCAT (PYHKIHO-
HaJbHBIN XapaKkTep, a SHAYAT, NPH CBOEBPEMEHHOM ycTpaHe-
Huu QakTopa, WHUIMHUPYIOMEro HX, yame o6paTHMBEI. B
KayKJOM KOHKDeTHOM cjyyae BayKHO pelHTb Bompoc, Ha-
CKOJNBbKO TJIy0OKO 3amies mporece BereTaTMBHOM AUCPEryJs-
1M, IPHBeJ JH OH K HApYIIEHHUIO MeTaboanuecKux GYHKIUH
B oprane (cucreme), u60 OT ITOTO 3aBMCHT peasibHAs BEPOAT-
HOCTh O0OpATHOrO PA3BUTHA Hapymenuii. CxeMaTH4HO 3TO
MOYKHO NpeACTABHTH B BHJe 9TANOB (puc. 3).

IIpakTHueckn Bce QYHKIHOHAJIbLHBIE HapyLleHUs B Opra-
HHU3Me 10 MeXaHU3MaM CBOEro PasBHTHS HOCAT XapakTep Be-
reTaTHBHBIX, XOTA AaJieKO He BCeraa B Iponecc BOBJIEKaeTCs
COCYAMCTBIH KOMIIOHEHT. D10 [O3BONAET CYHMTATH TepPMHH
«CHH/POM BereTaTHBHOMN auchysknuu» Gonee TOYHBIM, HUeM
TePMHH «BereToCOCyMCTas AUCTOHUAY .

Ilns Toro 4TobbI UeTde npeacTaBiATh cebe MeXaHHIMEI
pasBUTHS BereTaTHBHBIX HapyIIeHHil B OpraHu3mMe, UX poib B
¢(opMHUPOBAHUHU MyJIbTHQAKTOPHATBHBIX 3aboseBaHHi, Heob-
XOIMMO PaccMOTpeTh (puanoJsoruieckne acmeKTHl (PyHKIHO-
auposanus BHC uesnoBexa (I1. 1. Jlo6ko, E. II. MenbMaH #
np., 1988).

HacneacreeHHan
NPeApacnoNOXeHHOCTL

dakTopbt BHEWHeW cpeas!
(cTpecchyl, 3konorusa n ap.)

OyHKuMOHanbHbIe Hapywetve [uarHo3
HapyLeHus meTabonuiecknx (r.e. Goneaxb)
B OpraHe-MULEeHH, hyHKUMA, —>
7.8. NOrPaHU4Ho8 mopdonoruieck1e
COCTORIHKE WIMEHEHUA B

opraHe-MUWeHW

Puc. 3. Oransl GopMHPOBAHKSA NOJIHIEHHO HacJeyeMbIX 3a6oneBaHHI
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OBIIASI XAPAKTEPHCTHKA BHC

BHC pacnpocTpaHeHa IO BCeMY OPraHH3MY. Ona obecne-
YnBaeT MHHePBAIMIO COMBI, BHYTPEHHHMX OPTaHOB, COCYAOB H
sxenes BHyTpeHHeil cexpenuu. BHC xapakrepusyercs OTCyT-
CTBHeM CTPOTOif CerMeHTapHOCTH cBoero opMHpOBaHUA, & ee
HepBHO-BOJOKHHUCTBIH KOMIOHEHT, COCTOAIUI U3 MHOXKeCTBa
HepPBHBIX IPOBOAHUKOB, COEJUHsET BHYTPeHHUE oprassl ¢
IIHC, Tak Kak CHHANTHYECKHEe KOHTAKTBI MEXAY OTHeIbHBI-
MU 3BeHbAMM pedIeKTOPHOU Ayrd pacmojaraircsd H B ITHC,
u B nepudepruyecKUX raHrIuAx.

BHC mocTpoeHa [0 MepapXMyecKoMy HPUHIHUIY (or ITHC
k nepudepun). OHa NpejcTaBlIeHa GezemamueHbLMU Heps-
HblMU Y3ramMu (ragraMAMM) — OpPraHaMH € NPUCYIUMH HM
MecToHaxoeHueM, GOpMOii, pasMepaMH, HCTOYHHKAMH
KpoBocHaG)KeHHs W WHHepBAaIlMM, a TaKxke HeUupPOHHbLM
(HeHPOIMT) M 60OKHUCTBLM KOMIOHEHTaMH, MO CYIIeCTBY
BBIMOJHAOUMMH POJIb IPOBOJHHKOB BEreTaTHBHOTO MMITYJIb-
ca or ITHC k nepudepnvecKuM CTPYKTypaM (opraH, Kj1eTKa ¥
T. X.).

I[enmpo. BHC pacmosiokeHbl B CHHHHOM M TOJOBHOM
moary. VX pasfensioT Ha HaJcerMeHTapHbIC (BBICILINE) M Cer-
MeHTapHBIe (HH3IIHeE).

HadcezmenmapHvle BereTaTHBHbIE LEHTPbl COCPEROTOME-
HBl B KOpe IIOJyLIapuii TOJOBHOTO MO3ra, B MOAKOPKOBBIX
cTpyKTypax (rumorazamyc W Ap.), B MO3KeuKe W B CTBOJE
mosra. Ocoboe MecTo cpeAy BBICIIMX BereTaTMBHBIX LEHTPOB
saHuMaeT aumbuveckas cucmema. OTO KOMIJIEKC CTPYKTYP
cpej(Hero, MPOMEXXYTOUHOr0 M KOHEYHOTOo MOSra, obecredyn-
BAIOIIMX HMHTErpalyio BereTATHBHBIX, COMATHYECKHX H 3MO-
LMoHANBHBEIX peaknumit. K nuMOUYeCKOM cucTeMe OTHOCATCHA
MHHAQJIEBUHOE TeJIo, MO3roBasi MOJIOCKA Tajamyca, THIoTa-
JlaMyc, TUINOKAMII, CBOJI, COCLIeBH/IHBIe TeJa.

CezmenmapHbie (HU3KHe) LEHTPbl BKJIOYAOT B cebsi Heii-
POHBI B OCHOBHOM IO CBOEMY HAXOXKIEHHIO B pedJieKTOpHOI
nyre — Berapounble. ITo TomorpaduuecKoMy PacrosiONKeHHIo
OHHM MOTYT pasJe]ATbCSA HA M0O3206bie (8 IIHC: cpexgnemo3ro-
Bhle M OynbbapHBIe) W CRUHHOMO3206ble (rosiCHUYHO-
IpyAHbIe U KPECTIOBbIE).
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Iepugepuueckue nenrpel BHC urpanor riaBayio pois B
WHHePBALMM BHYTPEHHHX OPraHOB M IpeJCTaBJEHBI CBOeO0D-
PA3HBIMH MECTMHbIMU 6ezemamuéHbimu Yenmpamu (HepB-
HBIMH KJeTKamu, perenropamu). OcHoBHble YHKIMH IepH-
(depuueckux LeHTPoB crporo Koutpoaupyiorca ITHC, ograko
MCcCeJOBAHUS TOCHeHUX JieT yOelMTeJbHO MOKA3aJH, 4TO
MecTHBIe pedyIeKTOPHBIE AYIHM CIOCOOHBI HA ABTOHOMHOCTB B
cBoeM (PYHKIMOHMPOBAHMUH, T. €. OHH MOTYT IOAJepKUBATH
OTHOCHTEJIbHO C02Z1acCO08aHHYyl0 (MJIN PpACCOZNACOEAHHYIO)
JleATeJIbHOCTh BHYTPEHHUX OPraHOB IIPH HADYIIEHHWH CBA3e# ¢
ITHC. 970 o6bsicHAeT BO3HMKHOBEHHE OYaroBhIX (OPraHHBIX)
BereTaTHBHBIX HapyuleHHi. BepoATHO, HapymeHue ¢opMupo-
BAHMS B OHTOreHe3e OPraHHBIX NepH(epPHUYeCKUX BereTaTHUB-
HBIX LEHTPOB JIE)KUT B OCHOBE IIpe/ipacIoNoKeHNs K GONesHn
TOrO MJIM MHOTO OpraHa-MHINEeHH, a MATOJIOTHMYeCKHH mpomece
HAYMHAET Pa3BUBATHCSA C CHHAPOMa BereTATHBHOH AMCOHYHK-
uuu (IMCKHUHEe3nH, MOHOHeBpo3a). He MCKJIIOUeHO, YTO TAKOro
poia BpOXKJeHHasi «JedeKTHOCTb» MECTHBIX BereTaTHBHBIX
IeHTPOB MOYKeT HOCHTb M HacJIe/ICTBEHHBIH XapakTep, IPOAB-
nsAch 4yepe3d OCOBEHHOCTH OCHOBHBIX CYOBeJMHHI] LEHTPOB
(addeperTHBIX MK 3dDePeHTHBIX HeHPOHOB).

Hcxona u3 GYHKIUOHAJBHBIX pA3INYMil B mepudepuye-
ckoM oraesie BHC BblfessiloT JBe ee YacTH — cumnamude-
cky0o u napacumnamuyeckyro. CuMnaTuvecKkue HepBbl, KaK
npaBujio, Bo3Gy>KAa0T (YCHIHBAIOT) AeATeIbHOCTb OPraHoB, a
napacuMIaTHuecKHe — TopMo3AT (ocsabusior) ee (Tabm. 3).

3Benps BHC oranuaioress meduamopamu — BelleCTBAMH,
obecrneuMBalOIUMU IepeJady HEPBHOTO HMMIyJbca B CHHAI-
cax (Me)XHelpOHAJLHBIX M HelipoTKaHeBBIX KoHTaKrax). Ila-
pacumnaTndeckoe 3seHo BHC ocymectsiser cBoe BIHAHHE
yepe3 MeAHATOP — AYEMULXONUK, A CHMIATHYecKoe — dYeped
Hopadpenanun i a0peHanun.

Perynsuus BereraTMBHBIX (PYHKOHH B OpraHu3Me (B Tom
YycJe ¥ Ha OPraHHOM ypPOBHE) IPOMCXOAMT Giarofaps corja-
COBAHHOMY MeXAy co0oii neiicTAHIO cnmnn'mqecmtx ‘¥ mapa-
CHMIATUYECKUX HepBOB, a TAKXe IpPH HemocpejCTBEHHOM
yyacTHH TaK HAa3bIBAeMOi a IMAJIBHON HepPBHOI CHCTEMBI.
Koporko oxapakTepusyeMm ee.
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Ta6a. 3. BiusaHe CHMNATHYECKHX M map p
ynxun opramos (I1. H. Jlo6ko, E. I. Measman u ap., 1988)

H Ha

Hepsuas cuctema

TToToBbIe Keneabl

VcunupaeT ceKpenuio

Opran
cuMnaTHueckas ﬂBpﬂCHMI\ﬂTH‘iECKEH
3pauok Pacuupser Cysxusaer
JKeneap (xpome mo- OcnabisieT cexpeuuio Ycunupaet cekpe-
TOBBIX) U0

He unHHEpPBHPYIOTCH

Cepaue Vuamaer u ycunupaer Cepanebuenue
cepauebuenne

Heucuepuenuas Paccnabnser Coxpainaer

MycKyJaTypa  BHYT-

PEeHHUX OpraHos

(6ponxos, KeayAou-

HO-KMIIEYHOro TpakK-

Ta, MOYEBOTO Iy3bIPs)

Cocymst  (kpome ko- Cyskubaer He uHHepBHPYIOTCS

POHAPHBIX)

KopounapHsie cocyjbl Pacmupsier CysxupaeT

CuHKTEPBI VYcunusaeT TOHYC Paccnabnser

B npouecce 5BOJIOLUN oprnﬂnamn‘ua eIMHOU TPUMHTHUB-
HOIl HepBHOU TPYOKHM BBIEJIMJINCEH JBA ee OTAesa — AHMMaJlb-
HbI# 1 BereraTuBHBIN. CTaHOBJIeHMEe AHUMANLLHOZO HEPBHOTO
anmapaTa CBSI3aHO C Pa3BUTHEM YYBCTB M npou3BoJibHOIl (He-
McYepUeHHOl) MyCKYJIaTyphl, a 6€zemamuerozo — ¢ 9BOJIO-
LMOHHBIMM M3MEHEeHUsSMM BHYTPEHHHX OpPraHOB, COCYJOB
>KeJle3 BHyTpeHHeil cexpenuu. Bobijesenne aTHX ABYX OTAeJIOB
HepBHOI CHCTeMbl MOAYePKHBAET JHIIb HX CHeNHaTH3AHIO 1
coxpaHeHHe MHTerpupyomei u KOOPAMHHUPYIOIeil posin I[HC
KAK OCHOBBI I1€JIOCTHOCTH OPraHHU3Ma.

K QyHKOMAM aHMMAJILHOMN HePBHOI CHCTEeMbl OTHOCATCHA
[IpPOM3BOJIbHbIE MBINIEYHble COKPAIleHHs] W QYHKIUI OPraHoB
qucTB(spenue,cnyx,oﬁounﬁue,Bxyc.ocaanﬂuey

BereraTHBHBI ¥ AHMMAJBHBIHA OT/JeJbl HEPBHOI CHCTEMBI
(mox xontposem ITHC) pmeiicTBYIOT COTJIACOBAHHO, obecre-
yuBasg OPraHM3MY MpHCIOCOOUTeNbHbIE PEAKIHH B COOTBET-
CTBMH C N3MeHeHHAMH YCJIOBMil BHeIUHeil M BHYTPeHHeH
cpejbl.
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BHC u aEuMa/ibHasi HepBHas cHCTeMa KOODPAMHHUDPYIOT
eATeJbHOCTh BHYTPeHHUX OPraHOB. DTO MOKET IPOABIATHCSA
B BUJe psaa pedeKcoB.

Bucyepo-éucyepansusle pediekchl  XapaKTepU3YIOTCH
TeM, YTO IPH MOBHIIIEHUH AKTUBHOCTH OJHOTO OPraHa MOJKeT
gaMennATbesas (yHKOus apyroro. Hanpumep, pasapakeHue
KMIIeYHMKA BBI3BIBACT YPe)XKeHHe YacTOThl CepAedHBIX CO-
kpamenunit (4YCC). dtum obbscHAeTCA TOT PaKT, 4TO y HEKO-
TOpBIX GOJBLHBIX BO BpeMs ollepaluil Ha opraHax GpIOIIHON
MOJIOCTH HACTYIAeT OCTAHOBKA CepAIa.

IloHuMaHue CYTH 6ucyepocomamuieckux pedieKcoB
obbsicHAEeT, Mo4YeMy [PU pasjpakeHHH BHYTPeHHHUX OPraHoOB
HApyLIaeTcs COCTOAHMe cucTeMbl 4yBeTB (Gons). Hampumep,
OpU CTeHOKapAMM 6OJM HMMeT HPPAIMHMPYIOIIUH XapakTep
(nsevo, wiesi, YKUBOT, PyKa U T. J.).

BsauMojielicTBUe BereTaTMBHOrO M aHMMAaJIbHOTO OT/eJIOB
HepBHOIH cHCTeMbl NPOMCXOJAUT M IO THIY COMAMOSUCYe-
panvrbix pedieKcoB, KOTOPble MpPOSBJIAITCA H3MeHeHHueM
()YHKIMOHMPOBAHHUS BHYTPEHHUX OPTaHOB NPH PasipakeHHH
coMaTHYeCKMX CTPYKTyp. Hampumep, Bo3byk[IeHHEe HEKOTO-
PBIX KOJKHBIX Touek (30H) BeI3bIBaeT MaMeHeHHe AJl, puTMa
cep/leuHbIX COKpAIlleHHil, YaCTOThI ABIXaHUSA U T. A.

3HaHMe (PUBHOJOTHYECKHUX NPHHIMIOB ONHMCAHHBIX BhIIIE
TUNOB pedyJieKCOB B OPraHM3Me YejloBeKa JIEXKUT B OCHOBe Iie-
JIOro pANa MCIHOJb3yeMbIX HA NMPAKTHKe JiedeGHbIX MeTOJHK:
¢duanoTepanuu, HIrIOYKaJbIBaHUSA, pedeKcoTepanyu, NpHU-
MeHeHHsl TOPUMYHHUKOB, GAHOK, JPYTHX OTBJIEKAKINHUX IIpO-
neayp.

Bce peduiekchl «3aMBIKAlOTCA» HA YPOBHE ITHC, Ha Heil-
poHAX, HAXOAALIUXCS MOJA BJIUSHHEM CTPYKTYP MuMOUIecKon
cucTeMbl. Biarogapsi 9ToMy BereTaTHBHBIe, aHHMAaJbHbBIe H
9MOIMOHAJIbHBIE PeaKIMH KOOPAHHHUPYIOTCH ¥ PealusyloTcs B
BHJe lleJleHANPABJIEHHbIX I[OBeJeHYeCKHX peakuuil dejoBe-
Ka, BOT IoYeMy TaK Ba)kHa ObIBaeT B psje cjydaeB IICHXOTe-
panus.

Wepapxuueckuit npuanun crpykrypsl BHC oGbscHser u
ToT ()AKT, YTO UeM BBIIIe I0JIO)KeHHe BereTaTHBHOTO IEHTpa
B OTOli MepapXuu, TeM IUNMpe M 3HAUMTeNbHee cdepa ero
pausinug, ¥ Haobopor. Hampumep, Beiclune BereTaTHBHBIE
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LeHTps! - (PUmoTazaMyc, THINOKAMI H AP.) KOOPAMHHUDPYIOT M
BereTaTUBHbIe, ¥ aHMMaJIbHble (DYHKIIMM B OpraHmnaMe, a cer-
MeHTapHble BereTaTHBHBIE IEHTPHI YIPABJIAKT TOJBKO OT-
JleNbHBIMM BEereTaTMBHBIME QYHKIMAMH (IbIXaHHe, KPOBOOG-
paleHye, MUIeBapeHHe M T. A.) JU00 QYHKUUAMH OT/eNb-
HBIX BHYTPeHHHX OpraHoB (KeNyAOK, cepine, KHIIEYHUK H
7. A.). Eme MeHbe cdepa BIMAHUS MECTHBIX BereTaTHBHBIX
HeHTPOB (TOJIbKO HAa OPrAHHOM YPOBHE).

Peakuny, BhI3bIBaeMble BhicmuMmH meHTpamu BHC, ocy-
IeCTBIAIOTCA MHOTOCTYIEHUYATO M HocAT AN(PY3HBIA Xapak-
Tep, OXBATHIBAasi OPraH MJIM BOBJeKas B IIpoIlecc IeJyl CHc-
TeMy OpraHOB.

Takum o6pasoM, uMes pejcTaBleHHd O GQYHKIMOHATIBLHON
crpykrype BHC, ee MHoOroctyneH4aToCTH M B3aMMOCBA3H Ha
PasHBIX YPOBHAX C AHMMAJIbHOH M LeHTPaJbHOU HepBHOM
cHCTeMOl, B KaXJOM KOHKDeTHOM cjlydae BereTaTHBHOM aHcC-
¢yHKOUM y manueHTa MPEANOJIOYKMTeJbHO MOXKHO PpelIMTh
BOIIPOC O CTeNeHH M YPOBHe BOBJIeUeHHS B IPOIeCC TOTO WU
unoro 3sena BHC.

BHC, kak u mobas apyrasi cicTeMa B OpraHuame 4eJoBe-
Ka, B Ipoljecce cBoero (OpMHMPOBAHMS M CO3PeBaHMUA B Ile-
puojle BHYTPMYTPOGHOrO PA3BUTHA IJIOAA MPOXOAUT PAMX 3Ta-
OB, KAaXKJABI M3 KOTOPBIX MOXXHO paccMaTpPUBATh KaK KpH-
THYecKMit (mepuojbl aMGpHoreHesa, MopdoreHesa, IUCTHO-
rexesa).

B Ka)XJOM Nepuoje BO3MOXHBI OTKJIOHeHMsA. Jla u cama
gaknagka BHC B amGpuoreHese, KOHTpoJMpyeMas reHeTHdye-
ckuMHM GaKTopaMy, M3HAYANLHO MPOrPaMMHUpYyeT OIpejelieH-
HYI0 HampaBjeHHocTh B (QyHkumonmpoanuu BHC (na pas-
HBIX MepapXMYeCKMX YPOBHAX), UTO B MOCJeAYIOL[eM Xapak-
TepuayeT ee IeHeTHYECKYIO AeTePMMHMPOBAHHOCTb. ITO NpO-
ABJISIETCA «IOXOXKUMH [OBeleHYeCKMMH» PeaKLHsAMH, OpraH-
HO# marosiorueii, BOSHMKHOBEHHEM CHHJAPOMA BereTaTHBHBIX
aucyHKIUI y HECKOJBKUX UJIEHOB OJHOI CeMbH.

KianEMOuCTHl JaBHO oOpaTHIN BHMUMaHUe Ha TO, YTO Bere-
TaTHBHBIe AUCHYHKIMK (HA PasHBLIX YPOBHAX), Kak NPaBHIIO,
pasBuBaIiuecs Ha (oHe GeHOTHNUUECKUX (Yalle ceMeiHbIX)
ocobennocreit BT, oueHb 4acToO COUETAIOTCS C IPOSABIEHMA-
MH  «MaJbIX» COeIMWHHTEJIbHOTKAHHBIX Me3eHXHMAaJIbHBIX
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nucriasuii. BeposTHO, ¢ HaclefoBaHMeM ocobeHHOCTe#
CTPYKTYPHI COeMHUTEJBHON TKAHM Haciexyercs (MaH u3Me-
HseTcs) M XapakTep BereTATUBHOTO pearupoBaHUA B OTHX
cTpyKTypax (opraHax, cucreMax). OTH Ipe/CTaBIeHHS HIpa-
0T BAKHYK pOJIb B TOHMMAHHMM BTHOJIOTMM M MAaTOreHe3a
CBJIl u HILJ y Aereit 1 mMOAPOCTKOB.

9THOJIOTUS U TATOTEHE3 CBJ|

CB]I (1m0 MKB-10 — «BererarnBHas guchynknuss — BII) —
3TO CHHAPOMOKOMIIJIEKC, NPOABJIAKLINICA HAPYIIEHUAMH Be-
reTaTMBHON peryJsu¥ BHYTPEHHHX OPraHoOB, Xeje3 BHYT-
peHHeil CeKpeluH, CepAedHO-COCYAUCTON CUCTEMBI, XKeayaod-
HO-KHMIIeYHOro TPAKTA, OPraHOB ABIXAHMA M T. A. B ocHoBe
ero pasBUTHS JIeXKaT NepBHYHBIe (HACJENCTBEHHO OByCIIOB-
JIeHHbIe) MM BTOpHYHbIe (Ha GoHEe cOMATHYECKOH NaTOJIOTHH)
OTKJIOHEHHS B CTPYKTYpax M (YHKIUAX LEHTPaJIbHOrO M me-
pudepuueckoro 3seHses BHC.

B nmeamaTpuuyecKoil NpPaKTHKe I[IHPOKO HCHOJIB3YIOTCA
TepMHHBI «CHHIPOM BereTaTHBHON AUCHYHKIMHM» M «Heipo-
HUPKYNATOPHASl AUCTOHHA», Y TEPANeBTOB — TOJBKO TePMUH
«HellpOIUPKYJAATOPHAS AMCTOHHMA». Eciu mOAXOAMTE K mpo-
6seme CB]l ¢ mosunuii oCHOBHBIX IIPeJICTABJIEHHI O ee TeHese,
TO 3TOMY MOXKHO HaiiTn obbscHeHue. ITox cuHApPOMOM CBL
MOHMMAIOT HAJNYMEe MOJMOPraHHBIX NpPOSABJIEHHIl BereTaTHB-
HOIl AMCYHKIHMH: TUCKHUHE3UH rena’ro6unuapﬂou CHCTEMBI,
dyHKIHOHANBHBIE 3aboJieBaHUSA )xenynxa u 12-meperHoi
KHWIIKH, CHHAPOMBI JMCKHHE3MHM CO CTOPOHBI KHIIEUHHKa,
MOUEeBBIZIeINTebHON CHCTEMBbI, NpexXoAslue aHIHOHEBPOTH-
yecKme COCTOSIHMS M peakOuH, BereTATHBHBIN pecrHpaTop-
HbIil HEBPO3, CepJedHO-COCYAMCThIe HapylleHHA U Ap. Bepo-
sITHee BCEro, MpH NOMCKe M HAEHTH(UKAUMH NATOTHOMOHHY-
HBIX Ul KA)KAOTO M3 MepeuMCcJeHHBIX «04aroB» obImero Be-
reTaTHBHOrO HEBPO3a TPH3HAKOB (MapKepoB) IPH ceMeitHOM
OTATOLIEHHOCTH MeAuaTpaM He NpPHILIOCh OB MCHONB3OBATH
Takoil oOLMil TepMMH, KAaK ¢«CHHAPOM BereTaTHBHOM Juc-
dynknun». B KaXkJIoM KOHKPeTHOM ciydae pedb 661 mia o6
HMHAMBUAYAIBHON HIeHTHOHKALNK npefdosie3HN HMJIM IOrpa-
HMYHOTO COCTOSIHMS, TAK KaK i peanmsamun (M3 mpenco-
nesau B GoJie3Hb) Beeil BbilllenepeyMc/IeHHON MAaTOJOTHH H3
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paspsjia IOJUTeHHO HacleAyeMbIX 3abosleBaHMIl C NMPOXOXKIe-
HUeM OIpeJeseHHBIX CTaAH# M ITANOB, 3aKAHUYMBAIOIIMXCH
dopmMupoBaHUEM «MOP(OIOrHIECKOTO cy6erpara» Gonesnu,
HeoBGXOANM OIpeJieIeHHbIN IIepHoj BpeMeHH (HepeAKo TOJBI).

BajXHbIM 0OOCHOBaAHHMEM HCIOJb30BAHNA TEePMHHA «CHH-
JPOM BereTaTHBHON AUCHYHKLUH» Y JerTeil siBAseTcA U TO,
yTo y pAAa NalHeHTOB OypHO NpOTeKalollasd BereTaTHBHAA
aucdYHKIOUA B AETCKOM M IOJAPOCTKOBOM BO3pacTe CO BpeMe-
HeM yracaeT ¥ MPMHMMaeT 0OPaTHMBblii XapaKTep.

B CcBA3H ¢ BHIIEM3JIOKEHHBIM TepamneBThl OOBIYHO YiKe
uMeroT Jeno JubGo ¢ GOJNbHBIMM MNalMeHTaMH, Y KOTOPBIX
«CHHJPOMBI JUCKUHE3HH» DPealu30BaJuCh B CAMOCTOSATENb-
HYI0 HO30JI0rMYecKylo ¢GopMy (KeTdHOKAMEeHHAs 6os1e3Hb,
MoueKaMeHHas 60JIe3Hb, KOJNHUT, A3BeHHas GONe3Hb U T. A.),
1160 ¢ MPAKTUUECKH 3ZOPOBBIMM JIIOAbMHU Grarofaps obpar-
HOMY PasBUTHIO TUCHYHKIHH.

IIpakTHKYyOL{Ae MEeIUKH XOPOLIO 3HAIOT, 4UTO AJA noboro
SBJeHMs, PASBUBAIOMErocs y peGeHKa, BCeria ecTh crocodet-
Bywiuii aromy on. DakTOphl, XapakTepusylooilue TaKoM
¢oH, Ha3pIBAIOT «(daKTOpaMH PHCKa», a feTeil ¢ 9TUMH dak-
TOPAMH BBIJEJAIOT B IPYIIBI PucKa (10 3a60/1eBAHUAM 2KeJy-
JIOYHO-KMIIEYHOTO TPaKTa, AaTePOCKJepo3y, apTepHasbHON
runepreH3un u T. A.). Takoil MOAXOJ MCKIIOUUTENHHO BaXKeH
B IeAMaTpUH, M60, BbIfeNsAA BTANBl «3/[0POB» — «IOTPAHHY-
HOe COCTOSIHMe» — «rpynma pucka» — «boneH», Bpad H3HA-
YaJbHO AKIEHTHPYeT BHMMAaHMe Ha IpOBeJeHHH IepBHYHO-
npoduIaKTHYECKHX MepONPHATHH Ha 9Tamax «IOorpaHnYHOe
cocTosiHMe» — «rpymmna pucka». I'iy6okoe usyuyeHHe rereaso-
rMYecKOro aHAMHe3a (XapakKTepa M CTeleHH HacJieJ[CTBeHHOro
«rpysa» mo 6onesnsam poacrBeHHuKoB I u II cremeHu poact-
Ba), GeHoTHINUECKUX ocobeHHOCTeil peGeHKa, MPUBbIYEK, MO~
BeJeHUs MOBBOJMT WMHAMBUAYAIHBHPOBATH €ro cobcTBeHHbIE
(aKTOpHl PUCKA M CBOEBPEMEHHO NPHUHATH Mephl MO CHePIKHU-
BAHMIO MX (YHKIMOHMPOBAHHUA, YTO NPEJOTBPATUT Iepexon
mamMeHTa M3 IPYNNbl MHOPAHMYHOrO COCTOSIHMSA B rpynmy
pucka. Jlns Toro uTobbl GAKTOP PUCKA MpeBpaTHICH B Qak-
TOp Yrposbl, HYXKHBI OINpejesieHHble BJIHAHHUA CTPeCCOBOTO
XapakTepa, Kak I[PAaBHJIO, JOCTATOYHO HMHAMBHAyaJbHbIE B
KaXX/IOM KOHKPETHOM cJydae.
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BaskHoit 0c06eHHOCTBIO JEeTCKOro OpraHu3Ma fABJIAETCS ero
crocoGHOCTh K reHepaJu3oBaHHOMY XapaKTepy OTBeTa Ha JIO-
KaJbHOe pasjpakeHue. DTO ellle OJHO JOKa3aTeJbCTBO oboc-
HOBAHHOCTM MCMOJb30BAHUS TEPMHHA «CHUHIPOM BereTaTHB-
HOI AuCcHYHKIUMU» B MeJHATPHHA.

K daxropam pucka passutua CBJ[ y gmereit mpesxje Bcero
cjlelyeT OTHOCHTH (peHOTHINYECKHEe 0COGeHHOCTH BHC, koto-
pPLIMH O CYIlecTBY W TpeAcTaBjeHa HACJIeJICTBEHHO-
KOHCTHTYIMOHAJIbHAS TPeJpPACIIONOKeHHOCTh K BereTaTus-
HbIM auchyHKnuaM. ITokasaTenu, oneHHBAKOIINe COCTOAHHE
UBT mno peayjbTaTaM TeHeTHKO-CTATHCTUYECKOrO aHaIM3a
(JI. M. Bensiesa, O. B. IlonoBa, 1992), ykassIBaioT Ha BBICO-
KYI0 NpAMYI0 KOPpPeJsiMOHHYIO CBA3b B TIPyHmax «poju-
TeJN»—«TeTH», TIPUUEM ¢ MPUOPHTETOM MATEPHHCKOW JMHAM
(Tabsa. 4). Oror daxT ybeanuTeNbHO JOKa3bIBaeT HAC/IeACTBEH-
Hylo npeapacrnonoxenHocTs k CBJI. IlanueHT MoOXeT HMeTh
(derorunuueckue ocobenHoctu MUBT ¢ npeobnaganuem 6o
CHMIATHYECKUX, JubGO NapacuMIaTHYecKuX (BaroToHudYe-
CKHMX) TpH3HaKoB. IIpn aToM paBHOBecHe (YHKIHOHAJIBLHOTO
B3anMojieiicTBUS MexXAy ocHOBHBIMH 3BeHbAMM BHC u aHm-
MaJIbHOH HepBHOI cHcTeMoii coxpaHseTcsd, HG0 OObIYHBIE
BHeIHHe PA3fApa’kuTeld He CIOCOOHBI NPUBECTH K €ro Hapy-
mernio. Ho mpu HakonsaeHHH GOJIBIIOrO KOJHYecTBa (aKTo-
pOB paspelleHHs, NPH JUINTeJILHOM HX BINAHWHM OHH IPOBO-
LMPYIOT MHUIMALMIO BereraTuBHOi nuchynkuun. Hanpumep,
JUTHTeNIbHBIe TOTPeIHOCTH B IMUTAHNM, HEPBHO-NCHXHYECKHE,
(usuyecKye TMeperpyskM PaHO WJIM MO3IHO NPOSBAT ceba y
peGeHKa «C MOABEPIKEHHOCTBIO» K CHHAPOMAM ¢THCKHHE3UH»
>KeJTy0YHO-KHIIIeYHOTo TPAKTA 1 TeNaToduInapHOil CHCTeMBI.
V nereii ke ¢ OTATOLIeHHOH HACJIeACTBEHHOCTBIO MO CepAed-
HO-COCYJIMCTOI [ATOJOTMM XPOHHUeCKHe CTPecChl, MepeHa-
IpAYKeHUs B Tepuojie IyGepTaTHOH NMepecTPOAKH MPOABATCH
BereTaTHBHON AMCc(YHKIMeH CO CTOPOHBI cepALa M COCYAOB,
HasbIBaeMoil «HelpOIMPKYIATOPHOI Ancronueii». ITyGeprar-
Hag mepecTpoiika y peGeHKa CONMPOBOXKAAeTcA AMCTOPMOHO-
30M, HO 9TO (pU3MOJIOrHUYECKOe SIBJIeHHe M OOGBIYHO MPOXOIUT
JUIs1 3I0POBBIX JieTeii He3aMeTHO.

V mauueHToB, MMEIOIMX (PAKTOPbl PUCKA MO KAKHM-JIHGO
3a60JIeBAHNAM, TOPMOHAJIbHAS [IePeCTPOKa ABJIAETCH CHIb-
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Ta6x. 4. Kpurepun nnarsoctuku ABT

JmarsocTudeckue Hcxonnan Hcxonnas
1 KEK’I‘GE“ CHMOATHKOTOHHA BArOTOHHA

Kosxa Bnegnas CKJIOHHOCTB K
NOKPACHEHHIO

CocyaMCThI# PUCYHOK Hopma MpamMopHOCTb, LHa-
HO3

CanpHOCTB CHuxeHa TloBrinieHa, yrpesa-
Tas Chillb

IlorooTAenenue VMeHbILIEHO IloBeImeHO

Jepmorpaduam Pososhlit, 6esblit KpacHblil, CTOHKHI

3abkocTb Hopwma Tlopbimena

Ileperocumocts  aym- Hopma Ilnoxasn

HBIX IOMeIeHui

Haxnaa IloBeimena CHu>KeHa

4ce IloBeImena CHuxeHa

O6MopokH Peaxo YacTto

Kapauanrau Penxo Yacto

HenepeHocHMOCTh He xapakTepHa XapakTepHa

TPAHCIOPTA

JlnixaTe bHBIA HEBPO3 Her Yacro

TonosHkle Gonu Peako YacTto

Bonu B Horax Peaxo Yacro

P-Q (unTepsan 3KI') YkopoueH Y anuuen

KWUT:

WUH, (uBgekc Ha-
npsyKeHHUs B TOKOe)

>90 yeu. en. < 30 ycn.en.
UH, /VH, TUnepcHMIATHKOTO- AcCHMIATHKOTOHUSA
HUS

HBIM CTPECCOM, KOTODbIH ¥ IpPOBONMpYyeT pasBUTHe mMorpa-
muunoro cocrosuus (CBI, HIL). 9To mposBisercs HeaaeK-
BATHBIM (M3GBLITOUHBIM MJIM HEJOCTATOYHBIM) OTBETOM BHC Ha
pasupaxkuTesnb (oprocras, dusuueckas Harpyska, ICHX0IMO-
IMOHANBHBIN (aKTop U T. I.).

BereratuBHas AHCPYHKUUS HapylmaeT MHHHepPBAIMIO
BHYTPEHHMX OPraHoB, 4YTo obycloBIMBaeT pPa3BUTHe AHC-
KUHE3HH  JKeJyJOUYHO-KMIIeYHOro TPAKTa, MOYeBbIJesH-
TeJBHOUW cHMcTeMbl, GYHKIHMOHAIbHbBIE M3MEHEHHMs CO CTO-
poHBI cepauma (apuTMmu, GIOKAxBI, HeKoTOpble (OPMBI
IIMK), cocyaucThle AMCTOHMM (MO IMIO- W TIHIIEPTOHHYE-
CKOMY THIaM) U T. A.
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IloBpesxnenue u pasppaxcenue ctpykTyp BHC B pasamu-
HBIX OpraHax MJM B CHCTeMAX OPraHOB IPUBOAAT K BOBHHK-
HOBEHMIO MOP(OJOrHYecKUX IepecTpoeK (CmasM COCyHOB,
auctpodusi), CBASAHHBIX C BhIeJeHHEM MeJIUATOPOB (HOpPaj-
peHAJMH, CePOTOHUH, AlleTHIXOJHMH), TOPMOHOB KOPHEI HAJIO-
YeYHMKOB, psAja OGUOJOrMYeCKHM AKTHBHBIX BemecTB (mOJH-
NenTu/Ibl, IPOCTAarIaHAUHBI). DT IyMOpajbHble U3MEHEHUd B
CBOIO ouepefb yCyrybJAOT BereTaTHBHBIH AucOanaHc ¥ mpo-
BOIMPYIOT PasBUTHE B OpraHu3Me GMOXMMHYECKMX M HMMY-
HOJIOTHYECKUX CIBHUIOB, IIPU AJUTEJHHOM COXPAHEHHH KOTO-
pPhIX y pebeHKa CO3JAIOTCA YCJIOBHA AN HOPMUPOBaHMSA ICH-
xocomatudeckoro sabosneBanus (puc. 4; H. A. Beokoss,
M. B. Ky6eprep, 1987).

Jl;uTenbHOE pasipakeHHe rumoranaMudeckoi somsr ITHC
crnocobcTBYeT yMeHbIIEHHIO KOJHMYecTBa HOpajpeHalnHa B
nepudepuyecKUX HePBHBIX OKOHuUaHMAX. Takas marosorude-
cKas JecMMIATH3alus B HEepBYI0 odepelb CKAa3blBaeTcA Ha
(DYHKIIMOHAJILHOM COCTOSIHMM CePleYHO-COCYAUCTON CHCTEeMBEI.
Co CTODOHEI CepAlla Pa3BMBAIOTCA MPONECCH HEeCTaGUIBHOCTH

BpoxaeHHble U MpuobpeTeHHbIe akTopbi:
HacneacTBeHHbIe NCUXO3IMOUMOHANBHbIE,
akTopbl MHEKLMM, AUCTOPMOHO3 U AP.

Oco6eHHOCTH (PYHKUMOHUP BHC
Ha OPraHHOM,TKAHEBOM, KNETGHHOM YpoBHe

BereratusHas AMCHYHKUMS
(cBn) (HUD)
' I 1 !

HapyweHve Hapywehue HapyweHue Tunep- 1 rno-
obmeHa WHHepBauuu MEAUaTOPHON | | 4yBCTBUTENBHOCTD
sewecrs BHYTPEHHMX FOPMOHANLHOM nepudepuIeckux
opraHos perynsauun ¥ UEHTPanbHbIX

[ p

L »[fcmoconar SanamaRAA e ——

Puc. 4. Cxema natorenesa CBJ] u HIUL y aereit
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2JIeKTPHYECKOl AKTHBHOCTH, UTO CIOCOGCTBYeT MOSABIEHHIO
apuTMuii m 670Kaj. B cocysax, KoTopble HHHEPBHPYIOTCA
ToNbKO cuMmnaTHdeckum 3peHoM BHC, mapymiaroTcd B3anMO-
OTHONIEHUs ¥ YYBCTBHTEJILHOCTb MeKIy O- M [(-aspeHoperemn-
TOpaM¥, UTO IPH OIpe/eseHHOH HacJe[[CTBeHHOM OpHeHTalluH
semer k HIUJ (o rumep- MM THOOTOHMYECKOMY THITY).

Crnemyer Takye IOJYePKHYTH, YTO B BHC ee 3BeHbs (CUM-
HmaTHYecKoe M IapacuMIaTHyecKoe) He MOAYMHEHBI APYT APY-
ry; UX B3aMMOOTHOIIEHHUS NOCTPOEHBI Ha TecHeiIeil B3auMO-
CBASH ¥ B3AMMOOOYCJIOBIEHHOCTH HEPBHBIX M XUMUUECKHUX
npoueccoB. B GH3UONIOrMYECKUX YCIOBHAX BHC urpaer Be-
JYIIyI0 posib B peryianuu GyHKUNM OPraHOB ¥ CHCTEM Opra-
Hu3Ma. B CTpeccoBBIX CHUTyalMAX (YHKIHOHAJIBHOE COCTOHA-
gue BHC BO MHOrOM 3aBUCHUT OT OMOXHMMHYECKHX, MMMYHO-
JIOTMUeCKHUX M NATOXUMHUYECKHX CJBHMIOB, UYTO JejlaeT He-
IpejicKasyeMoil ee OTBETHYIO Peakuuio (IIOK, KOJJIanc 1 p.).

CHOpHBEIM ocTaercs BONPOC O MPABOMEPHOCTH AMArHO3a
CBJl npy HAJIMYUM MOHOOPraHHOTO MPOSABJIEHMA AUCHYHK-
nuu. B mOfoBHBIX CUTYaNMAX Hy»KeH MOAXOX K NOCTaHOBKE
nuarsosa. IIpy HaJuuyuu y manueHTa (GeHOTHNHYECKHX MPO-
apnernit (mo VUBT) ocobennocreit BHC mMoHOOpPranuyio Auc-
¢yHKIUIO, BeposiTHee BCEro, ClejyeT TPAKTOBATh Kak CB] ¢
ykasagueM Tuna WBT u ouyara MOHOHeBpO3a, Hampumep:
CB]l, cMMIAaTHKO-TOHUUECKHUH THII UBT; «IUCKUHE3Us KeJl-
YeBBIBOAALINX NyTell». B psAje ciyyaes NmposiBJleHMe Berera-
TUBHON AMUCDEryJIAIHMH CO CTOPOHBI TOJBKO OJHOTO opraHa Gea
aBHBIX ocoberHocTeit BT mMeeT mpaBo Ha caMOCTOATEeNbHBIH
JUAarEo3, HanpuMep: MH(EKIUs MOYeBbIX myTeil uaM Heipo-
reHHBIN MOUYeBOi My3hIph U AP. B Kax oM TakoMm ciydae cle-
JyeT TpejmoJsiaraTh HACJEJACTBEHHYIO IIPeJPacTONOKeHHOCTh
K paHHeili peanusanuu MopgoJoryyecKkoro npomecca 6ose3nu,
a BereToAucyHKIUs — HepPBhIil ee aralm.

IIpyu HeJOOIeHKe MPUYMH BOSHUKHOBEHMS M KJIMHHYECKUX
npospieruit CBJ] u HILJ] Bricoka BepOSATHOCTh PaHHEro pas-
BUTHs DAGJMUYHBLIX MCHXOCOMATHYeCKHX 3daboneBanmii. Oue-
BUJHO, UTO €CNH € IEPBBIX JIeT JKH3HM pebeHKa aJeKBaTHO
oTHOCHThCH K ocobennocTsim ero BHC, To B mocieayiomem
MOKHO M36eKaTh CTPeCCOBBIX CHTYaluil, CBA3AHHBIX C PALOM
KPUTHYECKUX NEepPUOJIOB B PA3BUTHH peGeHKa, B TOM 4ucJe C
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maandecranueit CBIl u HIIIl Bo Bpemsa myGepraTHOro Auc-
ropMoHO3a.

B n06om Bo3pacTe malMeHTa MOXKHO OIEHHUTH (heHOTHUIIH-
yeckue ocoberHoctH ero BHC. OHM NpoABAAKOTCA He TOJIBKO
HAa OpPraHHO-4YyBCTBEHHOM YpPOBHE, HO M XapaKTepH3yIOTcA IOo-
BeleHYeCKMMHU peaKIuAMH peGeHKa, UTO B KOMILJIeKce oIle-
HUBaeTCcsA KaK TOT UJIU MHOW TUN KOHCTHTYLMH.

IlersiM Ja)ke paHHero Bo3pacTa HepeAKO Maccy HeImpHAT-
HOCTe#l JocTaBjIfieT MCXOJAHAs BArOTOHHA, NPOABIAIINAACA
occeaJITMsIMH, HelepeHOCHMOCTBIO TPaHCIOpTa, AYIIHBIX IIO-
MeIl[eHHi, MepMaHeHTHBIMH HOYHBIMHU NPHUCTYNAMH OJBIIIKH.
Iloaske, B GoJsiee crapumiem Bo3pacTe, 0COGEHHO B NpefA- U Iy-
6epTaTHOM NepHofe, 9TH (eHOTHNHYeCKUe NPH3HAKH YCYTryd-
JIAIOTCHA, NPOABJIAACH KIMHUYECKHMMH NPU3HAKAMH BAryCHBIX
BereTaTUBHBIX KPU30B: peCIUPATOPHBIE BereTOHEBPO3HI C
[NPUCTYIIAMH YAYIIbSA, OcOOEHHO B HOYHOe BpeMs, HepeaKo
3aTs)KHble 0OMOPOKM M CHHKONAJbHbIE COCTOAHHA, «Heoboc-
HOBaHHBIE» PACCTPOMCTBA CO CTOPOHBI YKeJTYAOYHO-KHIIIEYHOTO
TpakTa M T. A.

Ilpeobnaganue cumnarudeckoro 3seHa BHC npu onenke
UBT y pereii Miajmiero Bospacta HposiBiseT cebs MeHee 3a-
MeTHO, MHOTJa ~ MACKHPYsCb 1OJ NPH3HAKH HEpPBHO-
apTPUTHYECKOro JuaTe3a, YTO B CTapIIeM BO3pacTe MOXKeT
peanu3oBaThCd B KJIMHHYECKYI0 KAPTHHY THIePTeH3WBHBIX
uau KapauaabHbeix dopm HITI.

K d¢akropaM, NpoBOLUPYIOIIHM (HJIH CHOCOGCTBYIOIHM)
passutue CBJl y gereit cieayer OTHECTH TAaKKe CHHIPOM TH-
NMOKCHHM He3aBUCHMO OT BO3pacTa, B KOTOPOM OH MMeJl MecTo.

I'unokcus — 3T0 OYeHb KOBapHOE COCTOSHHE, U CTPYKTYPHI
IIHC k Heii Haubosiee 4yyBCTBUTeJbHBI. BHyTpHyTpOGHAs I'H-
MOKCUSA TJIOAA B 3aBUCHMOCTH OT CTEeNeHH ee IIYOHHEI Ha
TKAHEBOM YpPOBHE MOJKeT NpOSBHThCA y peGeHKAa Iocie POoXK-
JleHUs PAHHUMHU BereTATHBHBIMH HapylIIeHHAMH: JH6O CHH-
apoMoM Boabyxjaenus, nuGo cunapomom yrHerenms ITHC.
HeitpouHeKIus, YepenHO-MO3roBble TPABMbl, IlepeHeCeHHbIe
pebenkoM B J060M Bo3pacTe, TaKKe HepeAKO NPOBOLUPYIOT B
nocneayiomem passurue CBI] m HILM. ITo cymecTBy mo6oi
dakTop (HapylleHMe NWTAHWS, Ieperpysku, 3aboneBaHUS,
JIMCrOPMOHO3 M T. A.), IO CHJIe M JJIHTEJLHOCTH CBOEro Aei-
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CTBU#A NpeBHIIIAIIINN GYHKINOHAIbHbIE BO3MOXHOCTH BHC,
y peGeHKa MOKeT paccMaTpPUBATBCA KaK «cTpecc», cIocober-
Bylomuit peanuaanuu CBI u HIIM.

Ocobyio, a B psfile clydaeB OCHOBHYK pOJb B DPasBUTHH
CB]l urpaeT NCHXO3MONMOHAJIbHAA OGCTAHOBKA, B KOTOPOi
sxuBer pebeHok. Ilcmxosorndeckas HeCOBMECTHMOCTb YJIEHOB
cemMbH, 3noymorpebieHHe aJKOrojieM, HeNpaBHJIbHAsg BOCIH-
TaTeqbHAS TAKTHKA (?KeCTOKOCTh MJIHM, Haob6opoT, rumepore-
Ka), KOH(JIMKTHl B IIKOJe, C TOBAPUINAMH, YMCTBEHHBIE H
(usuueckue mepeHANpAXKEHHS B COUETAHHH C JIMIHOCTHBIMU
0CcOGEHHOCTAMM SABJSIOTCA YacThIMH NPUYUHAMH, IPOBOLH-
pylomumu CBJT n HIIJ. PaGoramu npodeccopa A. M. Beiina
¢ corpyauukamu (1981) mokasaHo, uTO OcoGeHHOCTH Berera-
THBHOTO pearMpOBaHMs 3aBUCAT OT THNA JMYHOCTH. Bosee
SMOIIMOHAJIBHO Ja6UJIbHBI WHANBHUAYYMBI C THIIOM JIMYHOCTH
«A» (sKCTpaBepThI), OHM XapaKTepH3ylTca Gosbliel MOJA-
BEPIKEHHOCTBIO K CepledHO-COCYAUCTHIM pPeaknuaM u 3abose-
BaHMAM (MepBUuHAs (3CCeHUIMAbHAA) PUIEPTeH3UA, HHPAPKT
MUOKAap/a, CTeHOKapAus M Ap.). IlanueHTbl ¢ THIOM JHYHO-
cti «B» (MHTPOBepTHI) MeHee dMOIMOHANBHO JaOUJIbHBI, HO Y
HUX Tak’Ke HepeJKO PASBMBAIOTCSA TsAXKejlble OPraHHbIe HApPY-
menus (MiemMuueckasi 6oJie3Hb cepjla, aTepocKJepos, IaTo-
JIOTHSA KeJyOYHO-KNIIeYHOro TpakTa). Ba)KHO yYMTHIBATH
JINYHOCTHBIe ocobeHHOCTH peGeHKa M (OH HACJIeICTBEHHOH
NpeIPacIoyIOKeHHOCTH, XapaKTepuaylliue NOpopuIb U Ha-
NMpABJIEHHOCTH «CeMelHbIX GojlesHei» .

VMmcTBeHHBIE, (DU3NUECKHE, NCHXOJIOTHYECKHe U COLNalb-
HbIe CTpeccopbl HeoGXOLUMBI /IS MOJITEePIKAHNSA 30POBbs pe-
GeHKa, ecJM MX CHJIa M IPOAOJIKUTENIBHOCTh He NpPeBBIIIAIT
onpejeIeHHOr0 WHAMBUAYAJIbHOIO YPOBHSA, T. €. €CJIU OHHU CO-
OTBETCTBYIOT MOHATHIO «eu-stress». Ho ecam crpeccop u3bbl-
TOYeH JAJA AaHHOro peGeHKa M AelcTByeT ANUTEJIbHO, TO BO3-
HUKaeT TaK HaskiBaeMoe cocTosiHue «dis-stress», mim «xpo-
HMYeCKHil cTpecc», MPH KOTOPOM HApyIlaeTcs B3auMoeicT-
BMe Me)XAY SMOIMOHAJBHBIMM M BereTaTMBHBIMH cdepamu,
4TO NMposABJAseTcs KIMHNYecKol kaptuHoit CBII.

Hamu nposejeHo obciiefoBaHMe JeTel M3 PasHBIX MO pa-
JHOAKTHBHOMY 3arps3HeHHI0 PerHoHoB Benapycu B CBA3H C
aBapueit Ha YASC B 1986 r. OneruBanuch NCHXOdMOIHO-
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HAJbHOe COCTOSIHMe, HaJW4HWe OPraHHOM maTojoruy, GYHK-
nuoHa bHbIe BodMoxHocTH BHC, ropMoHaNbHEIA cTaTyCc MH-
ToBHAHON jkeneabl. IloJ HabGIONeHNeM HAXOAUJIHMCE NETH H3
Cronunckoro paifona Bpecrtckoit obnacti (paitoH pajgHOHYK-
JIMHOTO KOHTPOJS) M JeTH, mepeceleHHble B I. MuHCck (pai-
on «ManuHOBKa») u3 r. Bparuna (8 1987 r.). YcranosieHo,
yto y 80% o06ciIef0BaHHBIX MMeJIH MecTO KIMHAYeCKHe Ipo-
apnenus CBJI, nmpuuem y gereit us r. Cronmuna c Goiee BEI-
pajkeHHOH CHMIATHKO-TOHMYECKOH HANpPaBJIeHHOCTBIO COCY-
AMCTBIX peaknuii Gea SABHBIX HADPYIIeHHH (YHKOHHA IIUTO-
BUIHON JKejie3bl. BO3MOXKHO, B TNepHOJ HAIIMX HCCJIe0oBa-
Huii, KoTopsle mpoBoAuanch B 1990-1995 rr. (aetn B Boapac-
te 9-15 JieT), MbI CTOJKHYJIHUCh ¢«CO CTUMYJHPYOmUM addek-
ToM Masbix 103 pagumanun» (JI. M. Bensesa, O. B. ITomoBa 1
ap., 1995).

V gereii—mepecesenues u3 r. Bparura CB/l B 0CHOBHOM (v
60%) MMes BATOTOHWYECKYI HANDABIEHHOCTb (AMCKHHE3NH
’KeJTyA0YHO-KHMIIeUHOTO TPAKTA, TMIOTOHMYECKHH THII HIO,
BArOMHCYJIspDHBIe KpH3bI). ¥ OONBIIMHCTBA M3 3THX nereit
rOpMOHAJIBHBIE CABHLM CO CTODOHBI IIATOBHAHOM JKeJe3sl
MMeaM TMIOTHPeOMJANBHYIO HampasieHHocTh. Obpamann Ha
cebsi BHMMAHHe «3MOIMOHAJIbHASA HE3PeJOCTb» M BhIPAXKeH-
Hblil ACTeHNYeCKH CHHAPOM: YTOMJSEMOCTh, CHHKeHHe oIe-
paTHBHOIl maMsATH, BHUMAHHS, BOJIEBOr0 KOHTPOJHA, HapyIe-
Hus cHa, mpeobiagaHue BO3OYXKIeHHs HAX TOPMOXKEHHEM,
CHIKeHHe OGLIMTeJbHOCTH, YBelWTeHHe JHIHOCTHOH Tpe-
BOYKHOCTH, CKJOHHOCTh K B3DBIBHBIM OMONHAM, CHHIKEHHE
unTesaekryansaoro yposusa (JI. M. Beasesa, 0. B. Ilonosa,
1995; H. A. Koposuna, 1998).

TakuM 06pasoM, ¢ y4eTOM HOBBIX OGCTOATENBCTB, BO3-
HUKIIMX B CBA3HM ¢ HeGIATONPUATHHIM AeHCTBHEM DajgHOHYK-
JIMA0B HA TePPUTOPUH Hauleil pecrnyOIMKH, B IOCHeHHE TOXBI
MBI Bce dYalle CTaJKMBaeMcs C CHHIPOMOM ¢XPOHHYECKOro
cTpecca», PAHO peANM3YIOMIEro BereTATHBHbIE JMCTOHHM.
BuaunTesbHOE MX omoyoxenHne (B 9-11 ner), HeTPagNIHOH-
HOCTh KJMHHYECKOH KAPTHHBI He BCerga RaioT BO3MOXKHOCTE
HOJHOCTHIO OTHecTH Takie BapmaThl CBJI k umcro QYHK-
uuoHaNbHBIM. He MCKJII0OUeHO, YTO MO mackoit CB]l y wacTl
[NANMEHTOB M3 HeOGJATONPHUATHBIX MO SKOJOrHH 30H Pecny6-
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nuku Benapych mpoTeKaloT SHIOKPHHHBIE HJH € NEPBHYHBIM
nopaskernem I[HC nmpomeccsl.

Henb3sa He YNOMSAHYTh M O MeTajl103ax, T. €. O HaKOIJe-
HUHM TSKeJbIX MeTaJJoB M pAZa MHKDPO3JeMeHTOB B opra-
HHBMe [ieTel, MPOKUBAIOIIAX B HeGJAronpUATHBIX MO BKOJIO-
ruu permonax. Ilox kimHMdeckoir mackoit CBJl Hepexko
CKphIBAeTCS INOBBIIIEHHOE HAKONJIeHWEe B OpraHM3Me CBHH-
ma, OuEKa, Kobanbra U Ap. Y Ha HavaJbHBIX dranax, o pas-
BUTHA OPraHHON MATOJOTMH, Y OTHX JeTedl Ha IepBOM IJlaHe
6yner kamEMueckas kaprua CBII mmm HIUJ (JI. M. Bensesa,
E. B. Boitrosa, 1999).

Takum obpasom, CBJ] y merTeil — 8TO IMOJIHAITHOJOTHMYHOE
0 CBOeMy reHe3dy MOTPaHMYHOE COCTOSIHME, OTJHYalolleecs
HMCKJIIOUHTEIbHOM TeTeporeHHOCThI0. B CBA3M ¢ 3THM BO H3-
GexxaHve ommbOK B pelIeHMH OCHOBHBIX JHATHOCTHYECKUX
Bonpocos, kKacatomuxca CBJI, B Kak/joM KOHKPETHOM cjydyae
HeoGXOAMM KOJIJIerHajbHBIA MOAXOA C ydacTueM IeAHaTpoB,
SHIOKPUHOJIOTOB, NCHXOTepaANeBTOB, GHOXMMHKOB M JPYTUX
CIenUaInuCcTOB.

KJIAHAYECKASA KAPTHHA CB]]

Knuanueckue npossnerns CBJ] uame HOCAT XapakTep re-
HepANM30BAHHEIX MJIM CHCTEMHBIX, pexke JokambHbIX. Tak
kak CBJI — aTo Bceria ped3yJbTaT HapyllleHHiH GYHKIHOHUPO-
parus BHC Ha pasHBEIX ee YPOBHSX (CerMeHTapHBIH, Hajcer-
MeHTAPHBIN, MepudepudecKuit) UM NaTOJOTHS 9HJOKPUHHOM
CHCTeMbI, TO ’KeJaTesJbHO (eCM YAAeTCs YTOUYHUTH) TPH IO-
CTAHOBKe QMArHO3a HAa MepBOe MeCTO CTABHTh OCHOBHOW 3THO-
Jorudeckuit GpakTop, Koropslit mpuses K Manudecranun CBJ]
(manpuMep, TOKCHMKO-TMIOKCHUYecKas dHIedanonarus, ruio-
TaJaMHYeCKnil CHHAPOM, TMIOTHPEO3, MeTaniod U T. A.), a
nocie aroro — CBJI.

IIpn BeretaTMBHON AMCHYHKIHUH C NperMyI[eCTBeHHOMH ee
Jokanm3anueil B OJHOW cHcCTeMe, HaIpUMep CepAevYHO-
cocyamcToit, aunarsos konkperusupyercs: HILI (rumo- mim
IMNepTOHHYECKHUHl THI, KapAualdbHas dopma).

Knuanueckue nposiBjenus CBJl, xak mpaBmJsio, 3aXBaThl-
BAIOT OAHOBPEMEHHO HECKOJBbKO CHCTeM, HO BBIPQXXEHHOCTH
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ux uame pasiuuna. HexoomeHka 8Toro ¢axkTa OGEIYHO ABJIA-
erca npuuuHOM rumoauarHoctuxku CBJI, 4yTO HaXOXHT OTpa-
>KeHWe B HeajekBaTHocTH Tepanuu. CBIl — aro cyry6o Kiu-
HUYeCKMil AMarsos, m6o, TOJBKO BHUMATENbHO AHAJIM3UDPYHA
»kanobbl, aHAMHe3, pas3JMYHBIE CHMITOMBEI M OPOSBIEHHS,
Bpau MO)KeT ONpefeJNTh HaNMuhe HapyIIeHHs DaBHOBECHSA
BHC u yTOYHMTb ero XapakTep, JIOKAJTH3ANHI0, CONOCTABHB
BCe C JINYHOCTHO-TICUXOJIOTHIeCKUMH ocobeHHOCTAMNU pebeHKa
M ero poauTesieil, YTO MCKJIOUHTEJHHO BAXXHO PH OpraHM3a-
MU JedeHH.

Ilpu obpalieHnMn malueHTa Bpad JOJIKeH BHICAYIIATH €ro
»xanobbl, 6bITH MAKCHMAJIBLHO BHUMATEJbHBIM, TAK KaK ycmex
JledeHUA BO MHOTOM 3aBHCHT OT OTHOIIEHHA GOJBLHOrO K CBO-
emy Bpauy. Kaso6s1 peberka ¢ CBJI pasHooGpas3HsEl © MHOrO-
maHoBbl. X MOYKHO pasfeuTh Ha ABe Ipynmsl: obuue, oby-
CJIOBJICHHBIE ACTeHOHeBpPOTH3aluell (yTOMJIAeMOCThb, CIabocTh,
pacerpoiicTBa cHa, roJoBHble Gonm M T. A.), X ZOKANBHOZO
xapaxmepa (xomomue, Hoomue Gonmm B obnacTH cepAua,
601M B KHBOTe, UX CBfA3h ¢ (DYHKIMOHAJIBLHBIMH HapyIIeHHA-
MH JKeJIyJIOYHO-KHIIeYHOro TPaKTa, JBIXaTeJbHBIH HEBPO3 H
7. 1.). ITo xapakTepy ay06 Bpad MOXeT y»Ke OPHeHTHPOBOY-
HO PeIIMTh BOIPOC O TOM, C KAKAMH KJIHHAYECKHMH IIPOSB-
neausaMu nporekaer CBJI y GonpHOro M Ha KakoM ¢oHe JHY-
HOCTHO-IIOBeJleHYecKuX ocobeHHOCTell peGeHKA OH Pa3BHJICH.

OcMmoTp pefeHKA HAYMHAIOT C ONEHKH ero KOHCTHTYIHH
(rMmep- WJIM CHIOCTEHHK M T. N.), BHMIBJIeHHS HAJIHIHA Me-
3eHXMMAJIBHBIX (COeIMHUTE]bHOTKAHHBIX) CTHIM: IJIOCKOCTO-
nHe, HapyLIeHHe OCAHKH, CKOJIMO3, BADHKO3HOE pacIIMpeHHe
BeH, MHONHA # T. 4. OTo GyJeT UrpaTh ompejesleHHYIO XHAr-
HOCTHYECKYIO POJib B ciydae, ecin y peGeHka ¢ CB][ 6yzmer
o6HApy’KeH MpoJanc KJIanaHoB cepana (cM. ri. 6).

KoxHble NOKpo6b. NAIOT HMCKJIOYHTEJIPHO BAXKHYIO HH-
dopmanuio o cocroanun BHC. Koxka oTHOocHTCA K Hpexcra-
putensHeiM opranam BHC. Ee nBer, CTPYKTypa, COCTOAHHE
MOTOBBIX JKejie3 3aBUCAT OT MpeobiafaHMsA OLHOTO W3 3BEHb-
e BHC.

Tlpn BaroToHMH y HeTeil Habmoxaercs KpacHBI#, BO3BHI-
maronuiics, croiikuit nepmorpaduam. BoaMokHO mosABIeHHE
OTeKOB Ha JMIe, CTOmaX, KucTaXx. Koxka Ha pykax oO6mIYHO
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OMAaHOTMYHAS, BJIAKHAS, XOJOLHASN; XapAKTEePHbI MpaMOpHBIH
PHCYHOK KOXKH, IIOBBINIEHHAs ee CaJbHOCTh, YyrpeBaras ChIlb,
Hepefiko asjlepruyeckas Chbllb, [AePMATHT, Ppe3Kaf MOTJIH-
BOCTDH, IIPAYEM TOT KUAKUI, OOMIBHBIN, BHICTYTIACT HA JHIE,
B MOAMBIIIEUHBIX BIAJUHAX, HA CIIMHE, [OJIOBe, TPYAH.

TIersaM ¢ ucxodnou cumnamuxomonuel CBONCTBEHHBI CY-
Xas Koka, HA3KOe TMOTOOTHAeJeHne, Gesblil niIn PO30BBIi ep-
morpadu3M.

OnucaEHBIe TPOSBJEHUS CO CTOPOHBI KOXXHBIX MOKPOBOB,
XapakTepHble [JIf BATOTOHMM, HePeAKO OKAa3bIBAIOTCHA B Ile-
peune xano6 manuentos ¢ CBII. OHu, kKak mpaBuio, couera-
0TCs ¢ 0COBEHHOCTAMHU KOHCTUTYLIMH. OTH HETH CKJIOHHBI K
nonHOTe, JuMdaeHONATHAM, THMOMErajuu, y HHUX 4Yacro
BBIAIBJSAIOTCS aJeHOUbl, TUIepTpodua HEOGHBIX MUHAATMH. B
paHHeM JeTcTBe y GOJBIIMHCTBA 3THX AeTeil [MATHOCTHPOBAJ-
ca auMbaTHYeCKUH UIH TMMGbAaTHKO-THIIONIACTHIECKHH Axa-
Tea, KOTOPHI 0BbIYHO MposiBisier cebs ¥ B IOCHeAYIOIIEM,
n60 y MHOTMX MANMeHTOB B NMepuoj mybepTaTHOTO AHCTOPMO-
HO3a YCHJIMBAIOTCS NPOSBIEHMs AMoHIepaNbHBIX HapyIe-
HUit, TPOBONMPYIOIUX KiuHKHYecKyo Kaprury CBJl B mesom
¥ BArOTOHMIO B YacTHOCTH. [(uMdoHIedanbHble HAPYIIEHUA MO-
I'yT NPOABAATHCA AMCOATIAHCOM TepMOPeryJAlNH, YKHPOBOTO,
YIJIeBOAHOTO0, MHHEPAJIBHOTO, GelKoBOro obmena, ObITH NpH-
4yMHON pasbamaHCHPOBKH QYHKIMU CHAa U GOAPCTBOBAHUA.

Tak Ha3bIBAEMBIHl THIOTATAMHYECKHil (AMOHIehATbHBIH)
CHH/IPOM NPOSBJseTcA KJIMHUUECKHMH NpPU3HAKAMH TeHepa-
snmaoBaHHBIX ¢dopm CBJI, B oCHOBe peaju3alyy KOTOPBIX Jie-
sxnT auchyrknus BHC Ha ypoBHe HaJcerMeHTADHBIX ee LeH-
TpoB. EcTh JaHHEIE O TOM, YTO HAPYIIEHUA B obacTH 3aJHUX
OTHeJIOB THIOTajamMyca OOYCIOBJIHMBAIOT INPEUMYIIeCTBEHHO
CHMIATHKO-TOHMUYecKylo HanpasierHocts CBJI, a AuchyHK-
OMA HA YPOBHE NepeHUX ero OT/eJIOB IPOABJIAETCS npeobia-
ZaHMeM BATOTOHMYECKOil KAPTHHBI BEreTATHBHON peryismoun.

CeMeiiHBIN aHAMHE3, YKa3bIBAIOLMMHA HA 0COOBIK THI KOH-
CTHTYOHH, (GYHKIMOHAIBHO-MOP(OJIOruyecKre ocobeHHOCTH
runorasaMyca, GaKTEI O)KMPEHHS B ceMbe, OOBIYHO BHIABISAET
BBICOKYIO '€HETHYECKYIO eTePMUHHPOBAHHOCTD.

Ietn ¢ napacumnamuueckol HANPAELEHHOCTBIO CBJ
94acTo JKANYIOTCA Ha NpeXofslue HapyUIeHUS CO CTOPOHBI
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OPraHoB AbIXAHUS — MPHUCTYIBI OALIMKYA 10 HOYAM (<¢ICeBAO-
acTMa»), OABIMIKY Iocje (UBUYECKONW HArPY3KH (9KcTpakap-
JIMaJLHOTO reHe3a), HeBPOTHYECKHIl «CIasMaTHYeCKH# Baryc-
HBIM Kallejb». BoJibHbIe OOBIYHO OTMeUalOT ONpejeseHHYIO
ce30HHOCTh (BeCcHa, OCEHb) M MeTe03aBHUCHUMOCThb. ¥ MHOTHX
M3 HUX IpPH OTArOINEHHOCTH ceMeifHOro aHaMHe3a B IocCJe-
ayloleM pasBuBaloTcs GPOHXHMaJbHAf acTMa, APyTHe ajliep-
ruueckue 3abosneBanus. [IposBieHHs BereTaTHMBHOro (Baryc-
HOro) pecnupaTopHoro Hesposa y gereit ¢ CBJI (ucxomnoit Ba-
roToHmeil) YacTO COYETAIOTCA C CHHAPOMOM AMCKHHE3HH JKe-
NyfouYHO-KMIUeyHoro TtpakTa, HIIJ] (rHOOTOHWYECKHM TH-
1oM), aJjlepruueckKoil HACTPOeHHOCTHIO OPraHM3Ma. DTO IOJ-
YepKMBAaeT reHepaIM30BAHHLIH (IIOJIMOPraHHBINA, CHCTEMHBIN)
xapaktep HajacermeHTapHbiXx Gopm CBJIl m yuacrme BHC B
HMMYHHBIX Tpolleccax, XOTsi MeXaHH3M HMX peryianuu obey-
sxnaerca. He MCKII09eHO, YTO UMMYHOreHe3 ABJIAETCA OXHHM
U3 3BeHbEB B [N ONpejesieHHOro ¢geHOTHNAa», NMpexycMar-
PMBAIOMEr0 TeHeTHYeCKYl0 /JeTepMHHHPOBAHHOCTH Hampas-
JIeHHOCTH MMMYHOJIOTHYEeCKHX, GMOXMMHYECKHX M HelporeH-
HBIX IPOIECCOB B OpPraHHU3Me.

HapymeHEusi co CTOPOHBI KeJyA0YHO-KHUIIEYHOTO TPakKTa,
TaK Ke Kak AHCHYHKIHA CO CTOPOHBI OPraHOB AbIXaHHHA, Xa-
PAKTepHBI B OCHOBHOM /JIsi leTell ¢ BAaroToHmeil. 1o o6bsAC-
HAeTca (HM3MONOTMUECKMMHM aclekramu crpoemms BHC
(cM. Taba. 1).

HemncuepueHHass MYCKyJaTypa = BHYTPeHHHX  OpPraHoOB
(6pOHXOB, KeJyNOYHO-KHIIEIHOr0 TPAKTA, MOYEBOro IIy3BIPs)
paccnabnserca cumnarudeckum 3peHoM BHC, uTo compoBox-
laeTcsl yCHJIEHHEM CeKpeIMH jKeJled, & COKpamaercs IOX
BAMAHMEM IapacMMIATHYeCKOro 3BeHa (Baryca), BOJIOKHA KO-
TOPOro 3HAYMTEJBHO INpeobrajalT B MOACIH3HCTOM, MeX-
MBIIIEYHOM M IOJACEPO3HOM 0OpasoBAHMAX JKeJYAOYHO-
kumeunoro TpakTa. M anobe! geTeit ¢ CHHAPOMaMH AHCKHHe-
3HM KeJyA0THO-KUIIeIHOro TPAKTA Yalle OXHOTHIHEI: GonH B
JKMBOTE, TOIIHOTA, DPBOTA, M3)KOra, OTPBIKKA, MOryT OHITH
3amopBI, YaIe CIacTHYeCKOro XapakTepa, HJIH HeoGBACHH-
MBle IOHOCHI. B OCHOBHOM IO XapakTepy »ajo6 MOXHO ompe-
JIeJIUTh, KAKOW M3 OPraHOB 2KeJy/0YHO-KUIIEYHOTO TPaKTa y
peberka ¢yHKnuoHANBHO Gosee pacerpoeH. TomrHoTa, pBOTA,
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MasKora, OTPHIKKA TOBODAT B MOJIB3Y AMCHYHKIHH JKeTYAKA,
renaTobMAMAPHON CHCTEMBI, B YACTHOCTH JKeldeBblAeNuTelNb-
HOTO ee 3BeHa, 12-MepCTHOM KUIIKH, BO3MOKHO, UMeeT MecTo
racTpoasodareasbHbIi pedriokc. 3amopel IMO3BOJAT TpPex-
nmojaraTh AMCKMHE3WIO CO CTOPOHBI TOJICTOrO KHIIEYHHKA, a
IOHOCHI — HApyIIeRue GYHKIMHE TOHKOH KHMIIKU (B IOCIeaHee
BpeMsA BMeCTO TePMHMHA «IMCKHHE3Nf KHIIeYHHKa» MCIOJNb-
ayeTcs TeDMHUH «CHHJDOM Pas/pakeHHOH KHUIIKH» ).

KinEndueckue NpPOSBJIEHHs BarycHOH BereTaTMBHOW JHMC-
(YHKIOUK cO CTOPOHBI OPTAHOB KEJyJOYHO-KHIIeIHOro TPaK-
Ta He3aBHCHMO OT €ro JIOKaJu3alHuu OYAyT COMPOBOKIAATHCH
yCHJIeHHeM COKPATHTeNbHOM QYHKIUH IIafKOH MyCKYIaTyPEl
opraHa ¥ rumepcekpemnueir sxeses. IIpu JoKaabHOM, ATHTENb-
HOo coxpaHmomeMcsl (¢ HACNeICTBeHHON OTATOIIEHHOCTHIO)
MOHOHEBpO3e 0UeHb BLICOKA BEPOATHOCTb ero TpaHCHopMaIuy
B Mopdosoruueckuit cyberpar, HasbiBaeMblil G0JI€3HBIO. Ha-
npumep, (yHKIMOHANBHOe 3aboseBaHMe JKeNyAKa C THIep-
cexpenmeli co3maeT yrpody BOSHUKHOBEHHs S3BEHHOMH Gosea-
HY >kenyaka ¥ 12-mepcTHOM KUIIKH. [IMCKUHE3NA JKeadeBbl-
JeNUTeNBHBIX TyTell (IPH COOTBETCTBYIOIlEM CeMeiHOM
aHaMHede) BeleT K DA3BUTHIO JKETYHOKAMEHHOH GOJe3HH H
XOJIEIUCTUTA.

BereraTHBHble [IUCHYHKIHUH CO CTOPOHBI JKEJIYAOIHO-
KHMIIeYHOro TPaKTa dallle MMEeIOT NepPMaHeHTHOe HJIM JaTeHT-
HOe TedeHMe, HO MOTYT MPOSBIATHCS ¥ B BHJE KPH30B (mapo-
KCH3MOB).

Hapymenns co croporsl ITHC ecTs y Beex nereit ¢ CB][
HesaBMCHMO OT BADHMAHTA NpeobiajaHHs BereTaTHBHOH [HC-
dyuxnun. Camoil yacToit »ayno6oii sABJIAETCA roNOBHAA 607b.
Ona MoKeT 6bITh CBA3aHA C COCYAUCTBIM KOMIIOHEHTOM, C Ha-
pylIeHHeM JMKBOPOAWHAMHKH Ha (poHe IepeCpaybHOro ru-
MepTeH3NBHOTO CHHAPOMA, C OYATOBBIMH Iedairuamu (Mur-
PeHBI0O ¥ MHMIDEHENO[oGHBIMU COCTOSHMAMMU IPH BaroTOHHH,
game HACJeACTBEHHOro reHe3a), CONPOBOXIAIOIUMMUCH PBO-
TOl, TOmIHOTOM. ¥ HEKOTOPBIX MAIHEHTOB C CBJl ynopras
roJioBHAs 60Jb MOXKeT GHITH efMHCTBeHHOI Jkajoboit. Xapak-
Tep GoMM HEPEAKO 3ABHCHT OT IepeMeHbl MOrofbl, Quamde-
CKOi HArDY3KHM, HepBHO-dIMONMOHAJBHOTO HanpsikeHus. Bia-
rojaps MOSBHMBINeNcCs B ITOCJeJHME TOJbl BO3MOMKHOCTH IPO-
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BefleHUsl KOMIBIOTEPHO! TomMorpaduu U sAJePHO-MarHuTOpe-
30HAHCHOM TOMOrpadMM TOJIOBHOIO MO3ra MHOI'MEe BADHMAHTEI
CB]l obpenu cBoii «Mopdosorudeckuii cyberpaTs B BHAE Ie-
pebpajbHBIX APAXHOMANTOB, HAJMYMSA CIAeUHBIX NMPOIECCOB B
IPYrux NpOsIBJIeHU#, IepeHeCEeHHBIX peGeHKOM B aHaMHe-
3e HeHpOMH(EKI MM MIX TPaBM. B TaKMX CATyanmuAX MOJKHA
NPUHOUONAIBHO MeHAThCA TepalmeBTHYeCKAS TAKTHKA OPH
CBJ/I, KoTopelii sBJiseTcs CUMITOMOM OCHOBHOro 3aGose-
BaHWSA.

Iletn ¢ cumnamuxomoruei OOBIYHO pACCeAHHBI, Yy HHX
HepeJKO DPA3BHBAIOTCSA pa3JIMYHble HEBPOTHYECKHE DpeaKIHuH
(ucTepusi, HeBpacTeHUA U JP.).

V nmanueHTOB ¢ 6azomoHuveckou HanpasieHHocTbio BT
OTMeYaloTCs MOBBLIIIEHHAs YTOMJAEMOCTb, CHHI)KEHHEe IaMs-
TH, 4YacTble T'OJIOBOKPY)KeHHs, COHJIMBOCTH, ANATUSA, CKJIOH-
HOCTb K JeNpeccusaM, TPYAHOCTh 3achIMaHM#A, DacCTpoicTaa
CHa M Jp.

HEWPOIIUPKYJIATOPHASI JTUCTOHHS (HILT)

HeitposereraTuBHble IMCHYHKIHH y JeTell ¢ mpenmMyIe-
CTBeHHBIMH HADYIIEHHAMH DPeryJslHH cepAedHO-COCYXUCTON
CHCTeMbl HA3BIBAIOT HeUPOYUPKYRAMOPHOU Jucmoruei.
910 camMas paclpocTpaHeHHas GpopMa BereToOHeBpO3a y meTei
n moapoctkoB. OHa XapaKTepu3yeTci HAPYIIEHUSMH pery-
JIAMU COCYAOB, UTO MpOfABJIsAeTcA JUOO MOBBIMIEHHEM HX
ToHyca (IPH CHMIATHKOTOHMH), JUGO THIOTOHMEH (npu He-
OCTATOYHOM CHMIATHYeCKOM obGecmedeHnu). BereraTHBHBIE
AucHYHKOUH MOTYT HPOABIATHCA JIOKAJBHO B PasJHYHBIX
CTPYKTypax cepAmna: B MHOKapJle, 4TO NPUBOAHMT K PA3BH-
THIO MHOKApAMOAMCTPOdHMHM; B IPOBOLHMKOBON cmcTeMe, B
pesyJbTaTe 4ero BOBHMKAIOT PAdJMYHbIe HapYIIEHHS PHTMA
n nposogumocTH. HepegKo BereTaTHBHOH AUCPeryJIANHH
moABepralTcsa CTPYKTYPh! KJANAHHOTO ammaparta,’B YacTHO-
CTM MUTPAJBHOTO, BCJIEJCTBHE Yero MPOHMCXOAMT ero IpoJja-
6uposanue (cM. ri. 6.).

Pasnuuaior runepronuueckuit tun HILJ, rumoToHude-
CKHIf ¥ KapAuaJbHYI0 hopmy.
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CocymucTeie TUCTOHHH

Cocyaucteie gucronuu (HIIJ mo rumep- ¥ rUmOTOHHYe-
CKOMy THIaM) NpPHBJEKAlOT BHMMaHHMe I[eJHATPOB He TOJb-
KO B CBS8M C MX 3HAYMTEJbHOH pacmpocTpaHeHHoCTbIO (10—
15%) y meTeit M MOAPOCTKOB, HO M moToMy, 4to y 20-25%
3TMX NAINMEHTOB OHHU SBJAITCA IepPBbIMH KJIHHUYECKHUMHU
NpU3HAKAMU TaKUX TSKeNbIX B Oyaymiem sabosieBaHHM, Kak
acceHIMANbHAA apTepuasibHas runepreHsus (ATl) u (uam)
TUNOTEH3UA.

HIIJ] — maroreHeTHYeCKH reTepOreHHas TpPyIIa [ATOJO-
ruu. BakHO HAeHTHUIMpoBaTh HMeHHO Te dopmel HILI
(rUmepTOHUYECKHE ee THIBI), KOTOPhbIe 0 KOMIJIEKCY Iarore-
HeTHYeCKUX MapKepoB IpelpacloJIOXKeHHOCTH MOTYT pac-
cMmarpuBaThea Kak BapuaHTel HIIJ — mpefmecTBeHHUKH (UM
HavasbHble opmel) AT. OTo mo3BoNAET MOAOKTH K pellieHUI0
BOIIPOCOB IepBUYHOTO mporrosa ATy nereit.

CocyaucTble AMCTOHHUM HelpoBereTaTMBHOTO reHesa dvalle
HAUMHAKIOT NPOSBJIATHCA y JeTeil B Nepuoje npel- u mybep-
TATHOrO AMCTOPMOHO3a. JTO YKas3biBaeT Ha HeIoCpeACTBeHHOe
yuacTHe B UX peaJM3alUM HajcerMeHTapHHIX cTpykTyp BHC,
B YACTHOCTH rumorajamMudeckoit obmactu ITHC. Yrobur ayu-
me IpeACTaBIATh cefGe MeXaHM3MbI DA3BUTHUA COCYAHUCTBIX
JMCTOHMI, Heo6XOAMMO BCIIOMHUTH @Qu3uonozuieckue ac-
nexmu. unnepeayuu cocydos (II. U. Jlobko, E. I1. Meabman u
np., 1988). Perynsinus COCYyAMCTOro TOHYCa OCYLIECTBJISAETCS
ryMopajbHBIM IIyTeM M 3a cdeT cuMmarudeckoro 3sena BHC.
TMapacumnaruyeckoe 3BeHo BHC B cocynmax (kpome KopoHap-
HBIX) OTCYTCTBYET.

IleHTpHl CHMIATHYECKOl WHHEepBAIMM COCYJOB pacroJa-
ralTcA B IPOMEXXYTOYHON 30HE Ceporo BelllecTBa OT BOCHMOTO
IIeHHOro A0 TPeThero MOSICHUYHOrO CerMeHTa CIMHHOIO MO3-
ra. OTPOCTKH HEWPOLMTOB 3THUX LEHTPOB (NperaHrJIMOHAPHEBIE
BOJIOKHA) B COCTABe MepPeJHUX KOPEIIKOB BCTYNAKOT B COOT-
BeTCTBYIOI[Me CIIMHHOMOSIOBble HePBBI, OTKYJa HAMDPABIAIT-
cA K y3JIaM CHMIIaTHYeCKOro cTBOJIA, Ha KJeTKaX-Hedponurax
Koroporo obpaayworcsi cuHanckl. OTPOCTKH KJIETOK CHUMIATH-
4ecKOro cTBoJa (IOCTraHIIMOHAPHBIE BOJIOKHA) BXOJAT B CO-
cTaB NepeJHNX BeTBeil CIMHHOMO3IOBLIX HepBOB, Giaromaps
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YeMy 9TH BOJIOKHA JOCTHMIalOT CTeHKH COCYAOB TYJIOBHINA H
KOHeYHOCTe.

K cocymaM TrojioBbl M IeM ITOCTTaHTJHOHADHBIE CHMIIATH-
yecKHe BOJIOKHA HANPABJAITCA B COCTABe MO3BOHOYHOIO M
0BIero COHHOro HepBOB OT HIEHHBIX Y3JIOB CHMIATHYECKOro
cTBoJa, BCTYmash B COCYAMCTHIe CIUIETEeHHs, IAe 006pasyioT
KOHTaKTHI (KOHIIeBble BeTBJIeHHS) HA KJIETKAX COHHOM U IIO-
3BOHOYHOM apTepuii.

K cocyzaM opraHoB rpyAHoil u GpioIIHOi monocrei, Maio-
ro Tasa MOOCTPAHTJIMOHAPHEIE BOJIOKHA OT Y3JIOB CHMIAaTHYe-
CKOro CTBOJIA MAYT B COCTABE BUCIEPANBHEIX BeTBell M B BHAE
COCYZMCTBIX OPFaHHBIX CIUIETeHHI PacnpoCTPaHAKTCA BAOID
BCeX BeTBJIEHMI COCY/IOB.

OT pemenTopoB COCYAOB IUeH, TYJIOBUINA M KOHeYHOCTe
qyBCTBUTEJbHBIE BOJOKHA CJIEAYIOT IO IePefHUM M 3ajHUM
BeTBAM CIMHHOMO3IOBBIX HEPBOB K CIMHHOMOSIOBEIM y3JIaM
M Jallee MO MX 3aJHUM KOpeIKaM HaNpPaBJIAITCA B acconua-
THBHBble fApa NPOMEXKYTOUHOH 30HEI ceporo BellecTBa CIOMH-
Horo Mosra. OT penenTopoB COCYAOB BHYTPEHHHX OpPraHoB
rpyAHOi M GPIONIHON MojocTell X OPraHOB MAJIOTO Tasa IyBCT-
BUTeJbHble BOJOKHA MAYT B cCOCTaBe NPEANO3BOHOYHEIX CIJIe-
TeHHHl M BHCIEPaJbHBIX BeTBedl K CHMIATHYECKOMY CTBOJIY.
anee oHM BeTymaloT (B cocTaBe COeMMHHTENBHBIX BeTBeil) B
CIIMHHOMO3TOBOI HEpB, JOCTUras CIIMHHOMOIrOBOro y3Jja.

OTH npejcTABIeHHS IOMOralOT NOHATH MEXaHU3M PasBH-
Tus AucyHKIUU nepudepruyecKux COCYAIoB B PABHBIX permo-
HaX M NOAYEPKHMBAIOT B psje cay4yaeB 0GOCHOBAHHOCTE JRHAT-
gosa HIIJ] mpu ee coueTaHMH C COCYAHMCTHIMH paccTpoiicTBa-
MM CO CTOPOHbI BHYTPEHHHMX OPraHoB, YTO 4Yalle W IPOBOLM-
pyeT pasBHTHe CHMIATOAJAPEHAIOBBIX KPU3OB.

Ocoboe 3HaueHHe B HEPBHOM peryJslHH COCYAMCTOrO TO-
Hyca MMEKT pe@reKcozennbie 30HbL. DTO MeCTa KOHIEHTpa-
LUH PelenTopoB, pearnpyloluX Ha J06oe M3MEHeHHe XHMH-
WecKoro cocTaBa LMPKyJupylomeii kpoBn. K BakHeAmuM
pedieKCOreHHbIM 30HAM OTHOCATCSH IelepucToe CIJIeTeHHe,
06JIaCTh [eJIeHUs COHHOM apTepuu (COHHBIN CHHYC), YCTBA Je-
rouHBIX BeH M Ayra aopThl. Pasjpa)keHHe peleNTOPOB yKa-
3aHHBIX 30H BBI3bIBaeT GhICTPOe pACHPOCTPAHEHHEe MMIYJIECOB
B COOTBETCTBYIOIUE 5/pa 1O addepeHTHBIM IYTAM YePemHBIX(
U CIMHHOMO3TOBBIX HEPBOB, MHHEPBUDPYIONIMX STH COCYABI.
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ddexTs MOryT GHITH HempeACKa3yeMbIMH M BBISBIBATE Hapa-
JoKcanbHEle peakuun B opranuame. C pasjgpakeHHeM 3THX
30H CBASHLIBAIOT BO3HMKHOBEHHE BATOMHCYJIAPHBIX KPU30B.

I'unepmensuenviii mun HI[J] y HeTeii U IOJPOCTKOB
KJAMHUYECKH IpOsABJsAeTcs OOLIYHO B IepHOfe OyOepTaTHOMR
rOPMOHAJILHON NepecTPOMKH M XapaKTepuayeTcs IepHofutde-
ckumMu nogbemamu AJl, B OCHOBHOM CHCTOJIMYECKOrO, YTO
yKaseIBaeT Ha ydacTHe B 9TOM MeXaHM3MOB CHMIATOajpeHa-
JoBO#i cucTeMbl. IlamMeHTHl 4acTO KAJyIOTCA Ha TOJIOBHBIE
6o1M, HApYLIeHUe TPYAOCIOCOOHOCTH, OCOGEHHO B NEpBOii mo-
JIOBMHe IHSA, Ha IJIOXOe CAMOYYBCTBUE, NOBBLIIIEHHYIO yTOM-
JIeMOCTh, HepeAKOo MpeXOoAsllyld TaXukapauio, Goiau B 006-
JIaCTH cepAla, yallle C)KMMAIOIero MU HOKIIero xapakTepa.
IlposonupyomumMu (GakTopaMu yXYAILIEHUS CAMOYYBCTBULA,
nomxbema AJl MoryT GbITh Jayke He3HAYUTEJbHble 3IMOIMO-
HaJbHbIe, YMCTBeHHbIe U (pu3udeckue meperpys3ku. Al obsiu-
Ho moBbimaerca Ao 135/85-140/90 MM pT. cT. (ANA DanueH-
ToB B BoapacTe 12—14 sieT co cpelHUM YPOBHEM (U3UUYECKOI0o
pasBUTHA HOpMaibHbIM sBiserca AJl B mpemenax 125/75-
130/80 mm pr. cr.). YpoBeHb AJl ciexyeT CONMOCTaBIATH C
nokasaTenaMyu (GU3MUECKOrO Pa3BUTHSA, C MOJIOM, HAJIUYHEM
’an06 ¥ UX XapakTepoM. OTHM MAIMeHTaM CBOMCTBEH cHUMIa-
TuKko-ToHudeckuit Tun VBT.

Ilna nereit ¢ zunomenauenvim munom HI[J] xapakTepHB!
NOBBIMIEHHAs YTOMJISAEMOCTh, YacThble ToJIOBHBle Gosu, pacce-
SIHHOCTb BHUMAHUSA, CHM)KeHHe NaMATH, THIePBeHTHJIAIMOH-
HBIM cUHApOM, cHM)KeHHMe AJl, B OCHOBHOM BaroTOHHYecKas
manpasnensocts UBT. IlanueHTs! YacTo XayloTcs Ha Gonu B
obiacTu cepAna, rOJOBOKPYXKEHHS, OCCEAIlMM IO HOYaM, Ha-
pylleHus cHa. HeBpomaTojoroM HepeaKO AHATHOCTHPYeT-
cA ruapouedaIbHO-THIEPTeH3UBHBIN CHHAPOM, SHIOKPHHOJIO-
roM — CHMIKeHHe QYHKIUH IUTOBUIHOI Kesle3nl.

Kapauansnas dopma HIJ

Ilox kapauanbHOW (OPMOI MOAPA3YMEBAIOT MU3MEHeHHS B
cepAle, BO3HMKAKOIME B pe3ysbTaTe HapyIIeHUH Helporymo-
panbHoOil peryasinuu. HaM mpeicraBiseTcsi, 4TO BeCh CHM-
NTOMOKOMIIJIEKC, BO3HMKAIOIIMII CO CTOPOHBI cepAma B pe-
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3yJbTATE BEreTaTHBHOH [AMCHYHKIMH, UYTOGbl MNOAYEPKHYTH
MMEHHO 3TOT MX reHe3, LejiecoobpasHee OTHOCUTb K KapjH-
anpHOlt dopme HIL. [uchyHKOuA cO CTOPOHBI CepAna Mo-
JKeT MpOABNATHCS TaKiKe BCJIEICTBHE HAJIUYUS AONOTHHUTENb-
HBIX TPOBOASIIMX TyTeil ¥ APYrMX BPOXKIEHHBIX OCOGEHHO-
cTeii (CHMHIPOMBI TpeXAeBPeMEeHHOro BO30y»KeHUs XKeIyaod-
KOB M T. 1.). ViaMeHeHUs B (pase pemoApU3aLUU — BTO He
BCerja NposBJIeHUsi MHOKapAMOXUCTPOGUH: B Psfie clydaes K
rakoii kaprure Ha DKI' Befer CHHApOM paHHei pemoJsapH3a-
MM 3KeTyJOYKOB, KOTODbI OTHOCHTCH K BPOXKJEHHBIM (He-
penko HacnexcrsennsiM) KT denomenam. IlosTomMy mpu
M30IMPOBAHHBIX M3MEHeHHsX CO CTOPOHBHI cepAlna, 6es3 ABHBIX
NpU3HAKOB BereToHeBpo3a, OCOGeHHO y MJIaRUmIMX JeTei,
TPYAHO GBITH YBEPEeHHBIM B TOM, YTO H3MEHEHHA HA 9KT =Ho-
CAT XapaKTep BereTaTMBHOH AMCperyaAnuu. 9T0 B IEPBYIO
odepellb OTHOCHTCS K MHOKAPAMOAMCTPOYHH M HEKOTOPBIM
dopmMam apuTMHiL.

Ilns Toro uTobbl YeTde NPeACTaBJIATb MEXaHH3MBI PasBH-
THS BereTaTHBHBIX HAPYIIEHMi CO CTODPOHBI cepAma, Heobxo-
MMO BCIOMHHUTL (HU3HOJIOTHYeCKHe acleKThl ero MHHepsa-
nuu. CepAue MHHEPBUPYeTCA BeTBAMH CEepPAEYHBIX CIJIeTe-
HUii, KOTOphle 06pa3yloTcd HepBaMH, OTXOJAAMIMMH OT CHMIAa-
THUECKOro CTBOJA, M CepAeYHBIMH BeTBAMHU GiyKAaiomiero
HepBa.

CepjieuHoe CIJeTeHHe COCTOMT M3 ABYX dacTeil — BHe- M
BHYTpHOpranHoii. Breopzannas 4acTh pacmosiokeHa B 006-
JACTH AYTH AODPTHI M COCTOMT M3 IOBEPXHOCTHOTO (MEXAY AY-
roii aopThl M 6udypKanueil JerouHoro cTBOJA) M ruIyboKoro
(Me>xay AYro aopThl ‘M 6udypkanueil Tpaxeu) cepAedHBIX
cnjeTeHuii. BeTBM BHEOPraHHOH 4YacTH CIJIETEHHSA BMecCTe C
KOpOHADHBIMU apTepUsIMH BCTYNAlOT B CTEHKY cepana, rae
06pasyloT 6HYMPUOPZAHHYIO YacTh CepeYHOro CIJeTeHHH.
OHa npeJcTaBleHa TPeMA B3aHMOCBSASAHHBIMH 30HAMH: IOA-
SMUKAPAHATBLHON, MHOKADJAMAIBHON M NOPHAOKAPANATIBHOM.
HepBHble cIUIeTeHUs XOPOLIO BBIPAXKEHBI H B CTEHKAX Kpym-
HBIX COCYZIOB cepAua.

Hapsay ¢ HepBHBIMH BOJOKHAMM CepjledHOe CIJleTeHHe
CONep’KUT HepBHbIE Y3JIbl (B TOM YMcjie W B TOJNIIe MHOKap-
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na), cocrosmue u3 adpepeHTHBIX (cumnatndeckux) u adde-
PEHTHBIX (napacuMIaTHYecKUX) HeHPOHOB.

Cepeunble HepBBI HAYMHAIOTCS OT Y3JI0B meifHoro ¥ rpya-
HOrO OT/eJIOB CUMIATHYECKOTO CTBOJIA, IO3ITOMY pasiuvaior
meifHble ¥ TPYAHbIe cepAevHble HepBbl. AddepenTHbIe BOIOK-
Ha BBIXOJAT M3 CIMHHOMOSTOBBIX Y3JIOB, & CHMIATHYeCKHe
MOCTraHIJIMOHAPHBIE — U3 CUMIIATHYECKOro CTBOJA.

Baykpaomuii HepB IIOChIJIaeT B CepledyHoe CIlIeTeHHe
BepXHMe, HV)KHHe M TPYAHBIe cepledHble BEeTBH. TlapacuM-
HaTHYecKMe BOJOKHA 3aKAHYMBAIOTCA CHHANCAMM Ha Helpo-
HAX Y3JIOB CEepAevYHOro CIIETeHUS. Y3JIbl ABJIAKTCA MecT-
HBIMM HepBHBLIMH IleHTpaMH, obeclevYHMBAlOUIUMU aBTOHOM-
HYI0 peryjsnuio JeATeJbHOCTH cepAua. CumMnatudecKkue
HepBbl obecrneuMBalT cocypopaciiupsnmuil addext, yse-
JIMUeHMe CHJIbl U YACTOTHI cepAeYHBIX COKpallleHUil, a mapa-
cuMIaTHuecKue, HaoGOpoT, CIOCOGCTBYIOT CY’KEHHIO KOpO-
HADHBIX COCY/I0B, YMEHBIIEHNIO CHJIbI U TACTOTHI CepAeYHbIX
COKpalleHHi.

AHanu3uUpys BHILIEM3JOXKEHHOe, MOJXKHO IpPeAIoJio-
JKUTH, UTO y JeTeil ¢ oNpefeleHHBIMH OOINMMH «(peHOTH-
nuueckumu ocobenHoctamu BHC» (B Bume amcbananca
Mexay addepeHTHBIM U 3 dhepeHTHBIM 3BeHbSAMH) CO CTO-
POHBI cepAla B mepuoje mybepraTHOro AUCTOPMOHO3A MO-
ryT BOBHMKATH HADYLIEHUS PUTMa (APUTMMM) U TPOBOAM-
mocTu (670Kaabl), HepeAKO Da3BUBaeTCA MHUOKApAMOIAHCT-
podus.

IlpaBunbHAs OLEHKA TIeHe3a HAPYIIEHHH €O CTOPOHBI
cepana y Aereil mosBosiseT udberaTh LEJOro psAfa AMATHOCTH-
yecknx ommbok. Hepeiko mo xapakTepy »Xano, HAJIHYMIO
repMoHeBpo3a, uaMenenmit Ha IKI' (apurTmus, GioKaabl H
Zp.) OIIMGOUYHO CTABUTCSA AMATHO3 PeBMATH3Ma, KAapAUTa, 4TO
TpebyeT TpOBeJeHHs AJINTeJbHBIX JieueGHo-peabuIMTauoH-
HBIX MepONpHATHIl, a B psije clydaeB crocoGCTBYeT Pas3BH-
Tui0 y peGenka sTporenHoil uEBamuaHOCTH. OT TOTO, B KaKoi
CTPYKType cepjlia 3HAUMTe/bHee NPOsBIsfeTCA BereTaTUBHAs
nucdynKus, OyayT 3aBHceTh XapaKTep W TONHKA Hapyuie-
HUii, BeIABIAeMbIX KAuHuuecku u Ha OKI. HanpasieHHOCTB
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3TUX M3MeHEeHMIl cBA3aHa C IpeobyajaHueM aKTUBHOCTH TOTO
nam apyroro ssena BHC.

Ilpu 6éazomonuu neTH KalylTcs Ha dacThle Gonu B 06-
JlacTH cepjla, CONMPOBOXKAaeMble YYBCTBOM HeXBATKH BO3JY-
xa; GosM Moryr ycuiauBaThes HpH (HU3NYeCKOH Harpyske,
BosHeHuu. Ha OKI' Mo)XeT BBIABIATHCA «IICEBJOCTEHO-
KapAMTHYeCKHH CHHAPOM». DTO 0GBACHAeTCA BarycHeIM (co-
CY/IOCY’KMBAIOIIMM) BINSHUEM Ha KOpPOHapHEIe cocynnl. Heii-
poBereTaTHBHBI XapakTep TaKuX Goseil moaTBeps;kAaeTcs Io-
nyuenneM 3ddeKkTa OT TPAHKBHUJIM3ATOPOB M CeNATHBHBIX
cpeficTB. BarycHoe BIMsSHHe Ha CHHYCOBBIH y3eJl BBI3bIBaeT
passuTHe OpajgukapanM, OpagMapuTMHM, CHHApPOMAa JHC-
(YHKI MK CHHYCOBOrO y3ja, MHOTJAa € CHHKONAJIbHBIMH CO-
CTOSSHMAMH (NP BhIpa’kKeHHON GpagnKapAuH), MUTPAMIO BO-
auTesis puTMa. BO3MOXKHO pa3BUTHEe ATPHOBEHTPUKYJISAPHBIX
6nokan (uame I, pexxe II cremenn).

DyHKIUOHAJIbHBIE HADYIIEHHS IPH BATYCHBIX BJIHAHHAAX
HA MPOBOAHMKOBYIO CHCTEMY MOTYT NPOABJIATHCA apATMHAMH
(aKCTpACHCTONMA M3 PA3JMYHBIX YYACTKOB MHOKApAa).
PYHKINOHAJBLHOCTh ITHX HAPYIIEHUH HOATBepXKJjaeTcs Io-
JI0’KUTeNbHOM 1poboit ¢ amponunom (CHEUMaeTCsl XOJIHMHEPru-
yecKoe BIMsSHAE HA MHOKApPA).

V HeKOTOpHIX MAIlMeHTOB ¢ MpeobiajaloliuM BaroTOHHYe-
ckuM xapakTepom MBT pasBuBaeTcs CHMITOMOKOMILIEKC,
HA3BIBAeMBlil 6azycHbim cepdyem. [Ins Hero XapaKTepHEI
paciinpeHHe JIeBOil IPAHMI(BI Cep/lla, TPUIJIyIIeHHocTh I To-
Ha, Opagukapaus uan OpagMapATMUsi OPH AYCKYJbTANMH.
Iletn »xanyiorca Ha Gosu B ob6iacTH cepAra, roJIOBOKpYIKe-
aus. Ha DKI onpegpensiiorcss GpaamapuTMusi, aTPHOBEHTPH-
kyaspHas Gnokama I cremenn (pexke II), Groxaja mpaBoii
HOKKM Tyuka ['Mca, MHOrJa CHHJAPOM paHHeH pemoJspusa-
LMK JKeJyJouKoB, Bbicokuil 3yben T B JeBbIX I'PDYAHBIX OTBe-
nennax (Vs u Vg ). Ilo naHHBIM aXoKapauorpaguH, KOHeYHO-
auacTosuueckuit o6beM JIeBOro JKeNyAouKa 3HAYHUTEJbHO
yBenmuen (coorTBercrTByer 95-My IepPIEHTHJIO KPHBOH pac-
npefesienus), UTO cBfABaHO ¢ GpaguKapAneii, yBelHUeHHeM
ynapHoro o6bemMa, HH3KHM oOmUM TepHdepHYeCKHM CONpO-
TussennemM. Hepeako KJINHHKO-QYHKIMOHAIbHbIE H3MeHe-
HMsl, XapaKTepHBIe /s BarycHOro cepAua, OWHMGOYHO NpH-
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HUMAIOT 38 ABJEHHs MHOKapauTa. B mocraHoBKe Aud(depeH-
IMabHOrO AMarHo3a momMoraior onenka VBT, anamHes, B ToM
uymcse ceMeiHBIN, (QDYHKIMOHaJIbHAS Mpoba WM NMPeBEHTHEB-
HAA Tepanus CTUMYJATOPAMH (-aJpPeHOpelenTopoB.

Ilpn cumnamuKomonuu feTH oGbIYHO HKAJIYIOTCA Ha dac-
Toe cepALeOMeHMe, B HEKOTOPBIX clydasX ¢ nepe6oAMH, BO3-
MOKHBI KApAMAJITUH Iocje (GH3MYeCKHX WM 3MOIHOHAJIB-
HBIX meperpysok. IIpu aycKyJbTali¥ BBICJAYIINBAIOTCHA TPOM-
Kie cepJedHble TOHBI, MHOIAA (YHKIMOHAIBHBIH CHCTOJHYe-
CKMil IIyM, CHCTOJNMYeCcKHe IIeJYKH, TaXUKapAud. Ha 9KI
HepeJKo olpejessAeTcs yKOpoYeHHe HHTepBasa P-Q. V peteit
¢ OMMCAHHBLIMH BBIIle HAPYIIEHHAMH CO CTOPOHBI cepAla dac-
10 ormeuatorcss moabemel AJl, a BT xapakrepuayercs deT-
KOii HaNpaBJIEHHOCTHIO K CUMIIATHUKOTOHUH.

YacThIM NpPOsABJIeHHeM BereTaTHBHON JMCPeryifnuu B
CTPYKTYpaX MHMOKApAa SAIBJSIETCS  MHOKapIMOXMCTPODUSA
(MKJ), muarnoctupyemas Ha OKI' naMeHeHMAMH CerMeHTa
ST u ay6ua T (cHHXXeHMe ero aMIJIMTYAB! BIJIOTH A0 MHBEP-
cun). Crnexyer ormerutsh, uro MK]] MokeT pasBHBATBCSH IO
MHoruM npuuuHam (Tabna. 5). BaxkHO cBOeBpeMeHHO M Ipa-
BIJIbHO TIpoBecTH An(pdepeHnNaIbHYI0 AWATHOCTHKY, YTOGBI
y6emuTbes B TOM, 4TO ¥ pebenka ¢ HILT MK/l HOCHT MMEeHHO
HeifpoBereTaTHBHBIN XapakTep. VIHOrza B 9TOM IOMOraer Io-
noskuTensHass npoba ¢ P-agpeHoGioxaTopamMu  (MPOH3BOA-
HBIMM NPONPAHON0AA; CHH. 003u0a, BUCKEH, undepan u 1p.).

Kiaunrnueckue npossienust CBI u HIIM y nereii uaie Ho-
cSAT XAapaKTep MePMaHEHTHBIX WJIM JIATEHTHBIX, OHAKO Y psaa
MAIMeHTOB MOIYT BO3BHMKATH 6ezemamuénbie Kpu3vt (mapo-
Kenambl). VX pasBuTHe IPOBONMPYIOT (pH3HYECKHe, YMCTBEH-
HBle WJIM OMOIMOHANbHbIe Meperpysku. VHorja KpHu3bl BO3HHU-
KaioT Ha (oHe M3MeHeHMIl MeTeoycJNOBMil, IIPH MHTEPKYPPeHT-
HbIX 3aboseBaHMAX. IIPOJOJKUTENIBHOCTD BereTaTHBHBIX KpH-
30B pA3JINYHA — OT HECKOJBKMX MHHYT 10 HECKOJIbKHX 4acoB.

V gereit ¢ BaroToHueil pa3BHBAIOTCH 6A20UNHCYNADPHBbLE
KpuU3bl, KOTOpble MOTYT NPOSIBIAATHCS I10-PASHOMY. 910 3aBH-
cuT oT opranos-mMuiueneii CBJI.

IIpn BereTaTMBHOM [JbIXaTeJbHOM HeBpo3e MAPOKCH3M
(Kpu3) BHIMIAAUT Ju60 B BuAe NMpHCTyNa GPOHXMAJIBHOM acT-
MBI MJIM YAYIIbA, JH60 MMeeT KJIMHUYECKYI0 KapTHHY crasMa
ropTaHM.
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Ta6a. 5. Knacenpurkanus MK]L (C. C. Ocrp JI. K. 3
1986)

®opma MK]T

Mo 3THONOTHH I N0 XapakTepy TeYeHHs

1. ”YHTOKCUKAIIMOHHBIE:

1) ocTpeie MH(pekuuoHHble 3a6o- TpansuTopHsle (10 1 Mecsua)
JieBaHUA;

2) ouarm XpOHHYECKOH HHpeK-
unu;

3) oTpaBaenus Croiikue (1o 1 roaga)

II. IMCMETABOJINYECKUE

1) auctpodun, runoTpoduu; Xponnueckue (Gosee 1 rona)
2) rUNo- ¥ rUMEepPBHTAMHHO3LI;

3) aneMuH;

4) aH3UMONATHH

11I. HENPOBEIETATUBHLIE
(CBI, HILI)
IV. TOPMOHAJIBHBIE:

1) sHAOKpHHHBIE 3a60/1eBAHNSA;
2) BoapacTHo#l (myGepTaTHBINH)
JHCIOPMOHO3

V. AJUIEPTUYECKHE

VI. TUIIEP®YHKIIMOHOTEHHBIE
(«criopTHBHOE cepaues)

VII. CMELITAHHOTI'O 'EHE3A

V gereif ¢ CHHAPOMOM JHCKMHE3MH >KeJyAOYHO-KHIIed-
HOTO TPAKTA BAlOMHCYJISPHBIH KPH3 MPOfBJISAeTCS BHE3alHO
pasBUBaKOIIUMHCA 6JIe[HOCTBIO, MOTIHBOCTHIO, TOIIHOTOM,

~— pPBOTOii, Pe3KUM B3AyTHeM KHINeYHHKa, GONSMH B XKHBOTE.
9ra KAPTMHA CONPOBOXKJAETCA CHHXKeHHeM (HHMKe HOPMAaJb-
HbIX (p) TeMmepaTyphl Tesa, mageHuemM AJl BIJIOTH 10 06-
mMopoka. KcraTH, 0OMOPOKM M CHHKONAJbHBIE COCTOSHHUSA Y
nereit ¢ CBJI[ (BaroroHueif) paccMATPHBAIOTCA KaK IKBHBA-
JIeHT MapacuMIAaTHYeCKOro Kpusa.

YV HeKOTOpPBIX GOJBHBIX KPH3bl MOTYT HPOABIATHCS nces-
JI0CTeHOKAPANTHYECKUM CHHAPOMOM, NMPHCTYIOM MUIPEHH (co
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PBOTOl, TOMIHOTOM, cHM:keHMeM AJl), pasBHUTHeM reHepalH-
3oBaHHOrO (MJM JIOKanudoBaHHOro) oreka KBuuke. O6pruHO Y
JleTeii ¢ BArOMHCYJAPHBIMH KDU3aMH IOBBILIAETCSH YPOBEHb
AlleTUJIXOJIMHA, TUCTAMUHA U CEPOTOHHHA B KPOBH.

V Jjereifi ¢ HCXOZHOU CHMIATHKOTOHMeH, CHMIATHKO-
TonuueckuM tunom CBJ], HI[J{ (runmepTeH3UMBHBIH THI) BO3-
MO’KHO Da3BUTHe CUMNamoadpenanosvx Kpu3oe. UIx mnoss-
JleHHMe MOTYT MPOBOLMPOBATH IICHX03MOIMOHAIbHBIE CTPECCHI,
(duauuecKre ¥ yMCTBEHHbIe II€PErPY3KH, MeTeopojoruyecKkue
BJAMAHUA C Pe3KOHl MepeMeHOM MOTroAHBIX ycaoBuit. Cummaro-
a/[peHAJIOBble KPU3bI IPOABIAIOTCA moBbienneM All, peskuM
03HOOOM, YACTBIM MOUYEHMCIYyCKaHHeM, MOJHMypHeH, TOJIOBHOU
6osIbI0, TaXHKapAuei (BIJIOTh O MapOKCH3MalbHON), MHOTJA
No’beMOM TeMIlepaTyphl Tejla, CYXOCThIO BO PTY, UYBCTBOM
TPeBOTH M CTPAXOM CMEepTH.

VY pereii ¢ CBJl BOBMOYKHBI U CMEULAHHbLE KPU3bL, KOTOPbIE
BKJIIOYAIOT B ce0sl CHMIITOMBI BAarOMHCYJISAPHBIX U CHUMIIATOAA-
peHasoBbIX Kpu3oB. OfHako wame obIjas HaNpaBJeHHOCTb
kpu3aoB coorsercTByer BT, u6o kpua — aTo Bcerga CpblB KOM-
nencanuyu. OBIIENPUHATHIM CYUTaeTCs MHEHHe, UTO NPHU HC-
XOJHOM runepronyce ogHoro 3sena BHC, mampumep cummartu-
YeCcKOro, HapacMMIATHYecKoe 3BEHO TaK)Ke IOBBILIAeT CBOI
YPOBeHb (PYHKIMOHMPOBAHMSA, UTOOB! YMEHBIIUTh TOHYC CHM-
natukyca. Eciu KoMIeHcanus okasblBaeTcs M30BITOUHOH H
BOBHMKAET JUCPeryJAlus, TO BO3MOXEH BereTaTHBHBIN mapo-
KCHM3M ¢ NpuaHakamu AuchyHkuuy obenx cucrem BHC.

JUATHOCTHKA CBJ 1 HIIJ{

Kak yxe ormeuasnocs, CBJ] u HIIJ] urpaioT Ba>kHYI poJib
B BOBHMKHOBEHMM MHOTMX 3aboJyieBaHMIii, OTHOCAIIUXCA K II0-
JIMTeHHO HacJieJyeMbIM.

HecoMHeHHO, CBOeBpeMeHHAsl AMArHOCTHMKA BapHaHTa, Ha-
npasnerHoct: CBJ, mpeMMyllecTBeHHO# JIOKATM3AUH JUC-
(QYHKIUH JaeT BO3MOXKHOCTb HA3HAYHMTH aJleKBATHYIO Tepa-
M0, 4TO OOBIYHO YJIyYIlaeT COCTOSHME M CaMOUYyBCTBHe Ia-
LMEeHTOB, & 8HAYUT, YMEHbIIaeT yrpo3y pPasBUTHA ICHUXOCOMA-
TH4YecKoro 3aboJsieBaHUA B GyayieM.

Ocoboro BHUMaHuA 3aciayxkuBaer auarHocruka HILJ y ne-
Telt, Tak Kak y 20-25% H3 HUX B HOCJIEAYIOIeM pa3BHUBAIOT-
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¢ TsMKeJble CepleuHo-cOCyAHuCThIe 3a60JIeBaHUsA: SCCEHIIUAb-
Has apTepHasbHAS THIEPTeH3Hs, WIIeMUuecKas Goe3Hb cepa-
1a, HeKoTophle (JOPMBI aTepocKjeposa. dTa rpynna saGosesa-
HUii ocTaeTcsl TJIABHOM NMPUUMHOM CMePTH M PaHHeH MHBAIMAH-
3anMM HaceJleHUs BO BCeM MUpe.

VsyueHne 6€z2emamuerHoz0 z0Me0CMa3a BKIIOYAET OLEeH-
Ky VBT, BererarusHoii peaktnsHoctu (BP) m BereTaTusHOTro
obecreuenus (BO) meATenpHOCTH OPraHOB, CHCTeM, HampHMep
cep/iedHO-COCYAUCTOM .

UBT xapakTepusyeT B OCHOBHOM (peHOTHIHYECKHe MPOAB-
JNeHUs W Kajobbl, MO3BOJIAIOIIME ONpeJe]IUTh HAaNpaBJeH-
Hocts pynknuonuposanus BHC B mokoe.

Ilnsi onpenenennss UBT n BP cep/leuHO-COCYAUCTON CHC-
TeMBpl Mbl IIMPOKO MCIOJNb3yeM KapAuOHHTepBaJorpaduio
(KUT) (H. A. Benoxons, M. B. Ky6eprep, 1987; JI. M. Be-
nsiea, 1990). Meros ocHOBaH HAa CIOCOGHOCTH CHHYCOBOTO
yala pearMpoBaTh Ha MaJjleiilude BereTaTHBHBIE HAPYIIEHHS
€O CTOPOHBI CepAeYHO-COCYAUCTOMH CHCTEMBI. 9to 06ycJI0BIEHO
He TOJBKO 0COGeHHOCTAMM MHHepBAIlMHM CHHYCOBOTO yaja, HO
M ero cBSA3AMH ¢ KOPOil TOJIOBHOrO MO3ra ¥ ¢ IOAKOPKOBLIMH
o6pasosanusamu ITHC. i

Memoduxa nposedenusn KHI. Pebenky mociue
5—T7-MHHYTHOrO OT/AbIXa (JIesKa) 3amHMCHIBAIOT 100 xapamo-
nukyoB Bo Il cTaHJAPTHOM OTBeJeHHH OKI co CKOpOCTBIO
nBmKkeHns Jentsl 50 mm/c. [lnsa ompeneseHHs BP sanuchk
KUT penator mociae KOII: mocse sanucn KHUI' B mokoe pebe-
HOK BeTaeT (OPTOKJIMHOIOJOXKEHHE) M eMy cpady e HpOoBO-
nures sanuch 100 KapAHOKOMIIJIEKCOB OKT.

Ilpu ananuse KAT' paccuuTeiBaeTcs pix nmoxasaTeJe:

Mo (moda, c) — Haubosiee YacTo NOBTOPAKIHICA HH-
Tepsas R—R (c) Bo BceM KapJHOMAaCCHBE;

AMo (amnnumyda modb) — YaCTOTa BCTPeYaeMOCTH
Mo (B % B oBIeM KapAHOMaccuBe);

AX (6apuayuoHHbLL pa3max, ¢) — pasHHMIA MeXAy MakK-
CHMAJBHBIM M MHHMMAJbHBIM 3HaueHmaMu R-R B maccuse

KapAHOIMKIIOB;

HH-1(undexc nanpajenus 6 noxoe, ycni. ed.) — uHTe-
rpaJibHbIN nokasarelib, BBIUHCJISIEMBIH no  ¢opmyne
AMo (%)

2MoAX
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Ilna cuMOAaTHKOTOHMM B moKoe Xapaktepen WH-1 6oiee
90 yexn. ex., ans BaroToHuH — MeHee 30 yci. ex., AA diiTo-
mum — ot 30 g0 90 yeu. en.

Xapaxkrep u Tun BP onpegensiiores mo coornonrenuio UH-2
(MHIeKC Hampsi)KeHUs B OPTOKJMHomonoxkeHuu) k HMH-1 (B
nokoe). Beigensior Tpu BapuaHTa BP: cummaTHKoO-TOHHYecC-
KWt (HOpMAaJbHBI), TIUIEPCHUMIATHKO-TOHMYECKUH (M30bI-
TOUHBIH) U ACUMOATUKO-TOHHYeCKHil (HegocTaTouHslit). [lan-
uple KUT, wucnoisdyemble AJasi ompefeneHus tuna BP B
gaBucuMocTH oT nokasareieit UBT (IH-1), npeacraBneHsl B
Tabi. 6.

Ta6a. 6. Tunsr BP no namaeim KAT

Tune! BeretaTupHoit peaktusnocrn (MH-2/WH-1)
MH-1, yea. ex. HOpPMATHBHBL FHICPCHMIATIHKO- ACHMNATHKO-
CHMMNATHKO-
TOHMYECKHIT
30 1-3 >3 <1
30-60 1-2,5 >2,5 <1
61-90 0,9-1,8 >1,8 <0,9
91-160 u Gosee 1,6-0,7 >1,5 <0,7

CrefiyeT moj4epKHyTh, YTO JaHHBIe, MPUBeJeHHbIe B Tabs. 6,
Mo3BOJIAIOT 6oJiee TOUHO OLEHUTH cocTosiHue BP Tosbko y je-
Telt crapuie 10 sier, Tak KaK y HUX yMeHbIIaeTcs YAeJbHBIH
BeC TI'yMOPaJbHOTO KOMIIOHEHTa PperyJslMM BereTaTHBHOMH
JIeATeJIbHOCTH, IPOMCXOJHUT CTAHOBJIEHHE MeXaHH3MOB CaMo-
peryasiuy cepAna ¥ CHHKaeTCA HeHTPAJTH3alus YIpaBIeHus
9TMMH IponeccaMu. Bce 3ro crocobGeTByeT BaroTOHMHM B IO-
Koe, HO B TAKHUX CJIyuyasiX OObIYHO NOBBIIIAETCA PEAKTHBHOCTh
cumnaTudyeckoro orjgena BHC (Bce cocynbl, Kpome KOpoHap-
HBIX, HHHEPBUPYIOTCS TOJILKO CHMIATHYECKHMH BOJOKHAMH).

Taxkum ob6pasom, corsacHO (H3HOJOTHH (PYHKIIMOHH-
poBanus BHC, GosbmimHCTBO AeTeil AOJKHBI ObITH MCXOITHO
aubo dHTOHMKAMH, NGO BATOTOHMKAMH, a PA3HOPEYHBOCTb
JAHHBIX B JIATEpaType IO 3TOMY BONPOCY CBsS3aHA C TeM,
yro 3a UBT ommub0o4yHO NPUHMMAIOTCS PEaKTHBHOCTH M (MJIM)
BO (H. A. Benokons, M. B. Ky6eprep, 1987; JI. M. Be-
nsiesa, 1990).
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Ilox BP cieayerT mOHMMaTh M3MeHeHHMe BereTaTHBHBIX pe-
aKIMil OpraHM3Ma Ha BIMAHHME BHEIIHUX MJIM BHYTPEHHUX
pasapakuteseil. IIpn omenke BP ciemyer yuuThIBaTH 3aKOH
romeocrada 06 MCXOJHOM YpOBHe: YeM BBIIIe HCXOLHAS aK-
THBHOCTb (PUBHOJIOTMYECKOrO COCTOSAHMSA, TeM MeHbIle ee OT-
HOCHTeJIbHOe W3MeHeHHe MpPU BO3JeHCTBHM pas[pakuTeen
(ctumysioB). 9TUM ob6bACHAETCA TOT (AKT, 4TO NPU Pasaud-
HBIX TIPOBOKAIMOHHBIX Npobax (hapMakonoruuecKux, puan-
YecKHX, KJIMHOOPTOCTATUUECKUX) Y [eTell ¢ BarOTOHMeH Bere-
TaTHBHBIe NMOKa3aTeJH M3MEHSIOTCA 3HAUYHUTellbHee, 4eM IpH
MCXOJHOW CHUMNATHKOTOHMHM. IIpoBefeHHble HAMHU ceMeiHbIe
uccnenoBanna ucxogsoro cocrosaus BHC u BP (mo ganHBEIM
KWT) y nereit u3 ceMeii ¢ apTepHasJbHOH THIEPTeH3UeH mO-
3BOJIMJIM YCTAHOBHUTH BBICOKYIO CTelleHb FeHeTHUecKoi Jerep-
MHHHPOBAHHOCTH OCHOBHBIX: mokasarteneit KWL, mpuuem c
NPUOPUTETOM MAaTepUHCKO#l IHHUH (3dderT X-XpOMOCOMBEI)
(JI. M. Bensiesa, 1990).

Ilog BO nesarenbHOCTH OpraHH3Ma MOHUMAIOT MOAAEpPIKa-
HHe ONTHMaJbHOro ypoBHS GyHKuMoHMpoBaHUA BHC mpu
BO3JeiiCTBMM pa3JMUYHBIX HATPY30K ((pHU3NUECKHX, BSMOIHO-
HaJbHBIX, YMCTBEHHBIX M T. X.). IIpu aToM ciiefyeT yYHTHI-
BaTh (M3MUYECKYI0 TPeHHPOBAHHOCTB, MOJI, JIMYHOCTHEIE OCO-
Gennocrn manmenta. Jdna auarsoctukn HILJ ucmonbayercs
KOII, patomasa madopmanuio o BO dyEKIHOHMPOBaHHSA cep-
JIe4HO-COCYAMCTON CHCTeMBI.

Memodukxa npoeedenus KOIl dna oyenxu BO. Ilanu-
ent 10 muu nexur, mocye uero mamepsiior AJl, YCC, sanu-
coiBaorT DKI'. 3aTeM eMy npejisaraloT NPpUHATH BePTUKAJIbHOE
HoJIoYKeHNne N KaXkAylo MuUHYTY (B TedyeHme 10 MuH) y Hero
uamepsior AJl, YCC (cunxponno ¢ 9KI). Uepes 10 muH pe-
GeHKA YKJAJBIBAIOT B FOPH3OHTAJILHOM IOJIOXKEHHH U B Tede-
Hie 4 MHUH IPOBOJAT eXeMHHYTHbIN KOHTpPoib AJl u 4cce
cuaxporHo ¢ IKT.

CeHeTHKO-cTATHCTHUECKNI aHAIM3 mnokasatened All u
YCC npu KOII B cembax, orsiromeHHBIX no AT, fokasaln re-
HeTUYeCcKyl0 JeTepMMHHDOBAHHOCTh XapaKTepa OTBeTa BHC
Ha nposenenue KOII. DTo m03BOJMIO HAM MOAMPUIHPOBATH
nposejienne 810l mpoGsl y fereii. Ilpn KOII BrIcOKYIO Hacle-
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JyeMOCTb IPOABJAIT MOKa3aTeJu CHCTOJIUIECKOro AJl Ha 4-%1
MUHYTEe KJINHOIOJOXKEHUA (h2 = 0,74 u h% = 0,67 coorBerct-
BEHHO), 4 TaKxKe IOKasaTeJH Amacrosiuueckoro AJl mexoxmo-
ro yposaa (h? =0 85), ma 2-it (h? = 0,66), 5-it (h® = 0,69),
6-it (h2 = 0,89), 7-it (h2 = 0,80) MunyTax oprocrasa. 10 J0-
KashlBaeT HacJlefoBaHMe pasHbIX (PEHOTUIINUYECKHX YPOBHeI
perynauun AJl mpu KOII (JI. M. Bensesa, 0. B. Ilomosna,
1992; O. B. Ilonosa, 1992).

Ilo xapakTepy HampabienHoctu uaMenenuit Al u 9CC
npu nposegeHun KOII y pmereil BbIAENAIOT HECKOJIBKO BapH-
AHTOB OTBeTA: TI'MIIEPCHMIATHKO-TOHMYECKHIl, THIIepAHacro-
JIMYecKHil, ACHMIATHKO-TOHMUECKHii, aCTeHOCHMIATHYeCKHil
u cumnaroacrenuuecknit (H. A. Benokounn, 1987; JI. M. Be-
nsesa, O. B. ITonosa, 1992).

Ilpu guarsoctuke HIIJ[ Hapsiay ¢ BhIIIEYKA3AHHBIMU Me-
TOZAMM B cJydae HeOGXOZMMOCTH TNPOBOAUTCH INEKMPOIH-
yepanozpagua. OTo mo3BoNAeT AMPPepeHNHPOBATH IIIM-
JleNTHYeCKUe M HedMUJeNTHYecKHe BereTaTHBHble Iapo-
KCH3MBI.

Peoanyeganozpagus 1mo3soiser AHATHOCTHPOBATH COCY-
nuctele HapyuieHus co cropoHsl ITHC, BeIABJIATH 30HBEI 3a-
TPYAHEHHOro BEHO3HOIO OTTOKA, OLlEHMBATh TOHYC, dJIACTHY-
HOCTh COCY/OB.

Peosasozpagus — MeTOJ OLEHKH COCTOAHUsA Mepudepiye-
CKMX COCYJOB: TOHYC, BEHOBHBIH 3aCTOil, 3JACTHUHOCTB,
acUMMeTPUs KPOBeHAIOJHeHHUSA.

IIpu nojo3peHMH Ha OpraHWYecKue W3MEHEHHS CO CTOPO-
el ITHC 6oapiuyio momois B mpoBeleHuu AuddepeHIHamb-
Ho# pgmarHoctmkm HIIJ[ oxassiBator KT wu  sgepHo-
MarauTopedonancHast KT rosoBsoro mosra.

Takum obpasom, auarHoctuka CBIl u HIJI — aro ciox-
HBI mpomece, Tpebylowuii KoMmlekcHoro moxxoxa. s
NpoBeleHUsl AMATHOCTHKHM NPUMEHSAIOTCA KJINHMKO-aHAMHe-
cTuyeckue, (QYHKLMOHAIbLHO-IMATHOCTHYECKHe W Jabopartop-
Hble MeTOJbl. Ba)kHoe 3HAYeHHe MMeeT y4yacTHe B 9TOM IPO-
Imecce CMeXHBIX CINELHATNCTOB — OKYJIMCTa, HeBpONaToJora,
9HJOKPHMHOJIOra, IICHXOoTepamneBTa u Jap.
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KJIACCHOPUKAIIASA CB]

O6menpunsaroir kaaccupuxanuu CBJ] Her. OT0 00BACHA-
ercsi npesxxjae Bcero TeM, yro CBJ] — cuHApOM, a mpH CHHAPO-
Me, KaK MpaBMJIO, OTCYTCTBYeT Mopdosiorudeckuil cyberpat
6oseanu. I TeM He MeHee, IOJBITOXKUB BCe BBIIIEU3JIOMKEH-
Hoe, npejiaraeM pabouyio kKiaccuukanuio CBII (Taba. 7).

CorslacHo NpHBeleHHOH Kiaaccudukanuu, B guaraose CBIL
oTpaskeHbl ee reHed, ocobenHoctu UBT, xapakTep BereraTus-
HOll AMchHYHKUMHM 10 JIOKAJIW3AallMH, MO TeueHHUIO, MAAaHO
dyuknnonansHoe cocrosinne BHC (BP, BO). HIII kak ogux
n3 BapunantoB CBJl co cBoMMM THIaAMU TeYeHHS TaKKe BKJIIO-
yeHa B NpejJaraeMyio HaMu Kiaccubukanuio. Takaa geranu-
sanua B QopmynupoBke amarHoda CBJI maer BO3MOXKHOCTH
HHAMBUAYAIM3NPOBATh TEPANHNI0 ¥ ONeHUTh ee 3(QeKTUB-
HOCTb B JMHAMUKe HabJIOJeHHs 32 MAMeHTOM.

JIEYEHHUE BOJIBHBIX C CB]]

Jleuenne peberka ¢ CBJ] HoMKHO OBITH 3ITHOTPOIHBIM,
KOMIJIEKCHBIM M JIMTeJbHBIM. EciM mogXoiuTs K 3To#t Go-
JIe3HHM KaK K «obllleMy BereTaTHBHOMY HeBpO3y», TO Ipexkje
BCEro cjeflyeT W3yu4MTh ceMeilHbIi aHaMHe3 (6oyie3HH, NpH-
BBIUKM, XapakTep NNTAaHUs, YKJIaA JXKH3HH, ICHXOJOrHde-
cKyl armocdepy B ceMbe), OLUEHHTb JAYHOCTHO-IOBeJeH-
yeckue 0cCOOEHHOCTHM IMAallMeHTa, CTeJleHb ero KOMMYyHHKa-
GeJIbHOCTH, CMOCOGHOCTH K AJaNTHBHBIM PeaknusM, T. €. IO
CyIecTBY COCTaBUTh cBoeofpasHblii «macmopr BHC». Bpau
JI0JIKEeH CTPOMTH CBOM B3aMMOOTHOIIEHHS He TOJNBKO ¢ GoJib-
HBIM peGeHKOM, HO M C ero POJUTeJIAMH, MaKCHMAJIBHO YYH-
ThIBasi ocobeHHOCTH OblTa ceMbH, MO0 MMEHHO TaM dalle Bce-
ro KpoioTcsi KOpHHM GosesHn. BHEMaTeNnbHBII NeauaTp B 9TOM
CHTyaIli BBICTYIaeT B POJIM CeMelfHOro Bpaya, YTO MO3BOJIA-
er uabe)kaTh BMellaTeJbCTBa ICHXOJIOra, INCHXOTepameBTa, a
HepeJKo M MCHXHATPA.

Tepanuio cjejyeT HayaTh ¢ HOPMAJM3ALUM PeXHMA NHA,
YIOPSA/IOUNB NPHU 9TOM (pU3HUECKHe M YMCTBEHHbIe HATPY3KH
pebenka. Hago ycTpaHMTh TMIOAMHAMUIO, PeKOMEHJOBATh
[IPOBOANTE 3aKAJUBaHMe, SaHHMAThCH (PUIKYJIBTYPOH, B He-
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KOTOPBIX CHTyalMsX — IocemlaTh GacceifH, cayHy. Heobxo-
JMMO JIMKBMAMPOBATH HeGJIaronpusaTHBIA MCUXOJIOTUYEeCKU I
dakTOp, eciu ero yiajioch BHIABAUTH (Hampumep, KOH(INKTBI
B ceMbe, B LIKoJse). PeGeHOK J0JI2KeH MOoJyYaTh NMOJHOLEHHOE
IHTAHME ¢ JOCTATOYHBIM KOJHMYeCTBOM MHHEpalbHBIX Be-
[ecTB, BATAMMHOB. JleTAM C TOBBINIEHHOW CHMIATOA/peHa-
JI0BOii AKTMBHOCTBIO CJIeflyeT MCKJIIOYUTh U3 palMoHa Komue-
HocTH, ocTpble 604, LIOKOJNAaA, Kode; AeTAM-BarOTOHHKAM,
rlaBHOe, He IepeegaTh. IIMTaHWe JOJKHO COOTBETCTBOBATH
BoapacTy pebeHKa, 0COGEHHOCTAM KOHCTHTYUMHM, 3aBHCETH OT
HaJMuMsg Yy Hero CHHAPOMa JMCKHHE3HH IKeJyROqHO-
KUIIeYHOro TPaKTa.

[IcuxoTepaneBTHYeCKHe MOAXOAbl K Tepanuu nereit ¢ CBI{
JOJKHBI KacaTbes Beex deHos cembn. Hano, 4TOOBI MALlUEHT
¥ ero poanTesM AOBepsanM cBoeMy Bpauy. Jacto 6bIBaeT jpoc-
TaTouHO yOeANTh MAallMeHTa M3MEeHHTh 00pad KM3HH, Xapak-
Tep NUTaHMH, OPOCHTHL KYPUTh, H 3TO Hopoii faeT XOPOIIHA
TepaneBTHYeCKHH 3(eKT. B KaXI0M KOHKDETHOM ciy4ae
cJleflyeT pelinTh BONMPOC O HEOGXOAUMOCTH KOHCYJIBTALlMH pe-
GeHka y HeBpONaToJora, 3HAOKPUHOJOra, NCHXOTEpPalesTa,
OKyJMCTa /JISi BbIAABJIEHUA TreHe3a CBI. IIpm BTOPHYHBIX
(opMax BereTaTWBHOH AMCHYHKIHH Ha nepBHIil NJIaH B Tepa-
nuu (KaK M B AMATHOCTHKe) BBICTYNaeT MNPHYMHA, obbsac-
HAomas «Mopdosioruio» 6oe3HH, HAaNIpUMeEp «1epebpanbHbII
apaXHOWJIMT» WJIM ¢AYTOMMMYHHBIH THPEOMIUT» C THIEp-
iy runodyHKIUeil UMTOBUAHON JKesle3bl. A Beib Ha Npax-
THKe JeTH ¢ OTOH IaToJoruedl yalle BCero IONAfalT K HeaH-
aTpy ¢ TAKMMHU JKe yKajobaMH, KaK NpH CBJl. Ham oneIT pa-
60Thl MOKA3LIBAET, UTO MOA0oOHAs MaToJOrHs — JajeKo He
peaKocTh M JMArHOCTHYECKHe omMOKN JOMYCKAKTCH OYeHb
uacro. J{eTH ¢ yCTAHOBJEHHBIM AMATHO30M JOJKHBI JIETHTHCHA
U HaGI0ZAThCA MpeXkae BCero y crenuaaucTa.

ITpu CBJ/] MIMPOKO MCIIOJIB3yeTCH ¢dusnoseyeHHe: rajbsa-
Husanus Mo pedIeKTOPHO-CerMEHTAPHON MeTOAMKe, ATMJId-
kamnn napadiHa, O030KepATa Ha IIEHHO-3aTHUIOYHYIO 06-
JacTb. B 3aBHCHMOCTH OT HATIPABIEHHOCTH AMCHYHKIUK BHC
MOJKHO DEKOMEH[0BATh dJeKTpodopes JIeKAPCTBEHHBIX Be-
LecTB Ha BepXHelIeiiHbli oraen MO3BOHOYHHMKA: NPH Baroro-
HUHM — C KaabyueM, KOPeuHoM, Me3amoHoM; NPH CHMIATHKO-
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roruu — ¢ 0,5% pacmeopox YPuaruHa, NANA6epuHom, 6po-
mom. Kype neuenust — 10-15 mpoueayp. BaskHo, uToGbI pebe-
HOK 6Bl [OBMTMBHO HACTPOEH Ha TaKoe JieueHue. Crapmum
nersim (13—15 sier) MOHO PeKOMEHAOBATh KypPCBI urJsioped-
JleKcoTepanuu, KoTopas gaeT xopownit a(deKT NpU HILO,
pecnMpaToOpHOM HeBpo3e, dHypese. Ocofoe 3HauyeHue 3/ech
AMeT KBaJuQUKALKA CIENHaluCcTa M OTHOLIeHME MallMeHTa
k mpouexaype. O6bIuHO ¥ nereit ¢ CBJ] adpeKTHBHEI BOJHBIE
npoueAypsl. NJlaBaHue, HUMPKYJSAPHBIN AYLI, cayHa, neuebHbIE
BaHHBI (B 3ABUCHMOCTH OT BapHaHTa nucpynkuuu BHC).

Medurxamenmo3anas mepanus HasHadaercs IpH HEL0-
craTouHON od)deKTUBHOCTH OMNMCAHHBIX BbILIE JleueGHO-03]10-
POBHTENbHBIX MEPOTIPUATHIL. O6b1yHO Yeped 2—3 Hejesd Bpad
yIKe MOJKeT UeTKO ONpe/esuTh, HeoOXOAMMO JIM MOJAKJIIYeHne
JlekapcTBeHHBIX NpenapaToB. JKenaTespHo MeAMKAMEHTOSHOE
Jledenne HauuHATH ¢ Qurorepanuu. [leTAM ¢ CHMIATHKOTO-
Hueil peKoMeHAyeTcs HadHavdaTh durocboprl, obnajaollye
celaTMBHBIM JeiicTBHEM: LIasdeif, 60ApPBILIHUK, Bajepuany,
NycTHIDHUK, 3Bepoboit. Kypebl jedyeHust JIMTesbHBIE = OT
6 mo 10-12 mecsines, mpenapaTbl YepefyloTcs Memay coboit
no 2—4 Hepenu (¢ 2-HeJeJbHBIM TepepeIBOM MeXKAY Kypcamu).
IIpu HeZOCTATOUHOM YCIOKAWBAKOIEM adexTe MOMHO MOA-
KJTI0YaTh ICHXOJMENTHKH (TPAHKBMIM3ATOPBI MM HeifpoJer-
THUKH).

TpaHKBUJIM3ATOPbl 00J1aJaI0T BEreTOTPOIHBIM neiicTBHEM,
H09TOMY YMEHBIUAIT HeBPOTHYeCKHe MpPOsBIeHHA y nereil ¢
CBJl u HIIJI. Kaxk mpaBuio, peKOMEHAYIOT AHEBHbIE TpaH-
KBUJIMBATODEI: pydomenb, KCanaxc B OGBIMHBIX BOSPACTHBIX
nosupoBkax. CTapiMM JeTsM, CTPAAIom{uM HapyMIeHHCM
CHA, MOXKHO HA HOUb HA3HAUATH CeOYKCeH, masenait, dneHu:
yat, XaavyuoN B NOJOBUHHOM (OT BO3PACTHOI) 03UPOBKE, HO-
Bo-maccuT. [JUIMTe bHOCTh MCTIONB30BAHNA OTHX MPENapaTos =
0KOJIO OJHOro Mecsilia. B mociiegyioleM MOXKHO nepeiTH Ha
[pepBIBUCTHIH Kype: CHaYaja yepes jeHb, 3aTeM Uepes 2 1A
u 7. 1. HeKoTOpBHIM ManyeHTam ¢ CHMIIATHKO-TOHMYECKOH Ha-
npasnensoctsio CBJL u HIIJI (runepTeH8HBHBIN THII) Ilejeco-
06pasHo [UIA yMEHBUIEHUs PeaKklui HA BHEIIHME pasiparil-
TeJM TPOBECTH Kype JiedeHHs HeHpOJNenTHKaMH M3 TPYIIbI
«MSATKOro flelicTBHA»: COHANAKC B 03¢ OT 10 no 30 mr B cy-
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TKM (B 3aBUCHUMOCTH OT Bo3pacTta), ¢)perosorn — 5—15 Mr B cy-
TKH, H0B80-naccum (B BO3PACTHBIX J03aX) M Ap.

JlersiMm ¢ BaroToHWYecKoil HampasiaeHHocThI0 CBJI mpesxje
BCEro HA3HAYAKT MCUXOCTUMYJISATOPHI, MOBBIIMIAIOIIAE AKTUB-
HOCTh CHMIATHYECKOIl HepBHO# cHcTeMbl. C 3TOM IenbIO HC-
NoNbL3YIT Kogeurn, dynaexc, GHOreHHbIe CTHMYJIATODPHI: HA-
CMOUKY KOPDHA HCeHbULeHA, JUMOHHUKA KUMAUCK02Z0, aeyme-
poKOKKa, poduonbt PO3060IL, 3AMAHUXU, NAHMOKPUH W JP.
Bee oty npemnaparkl HasHavaoT Mo 1-2 kamun Ha 1 rox xKms-
HU B nepBoii mojoBuHe AHsA 2 pasa B AeHb 3a 30 MUH [0 efsl,
anutensro (1-2 mecsina), depefysi UX MeXAy coboit, ¢ mepe-
peiBamu 1o 2-3 Hegesau. [[eTAM C TPHIIEPTeH3UBHBIM BHYTPH-
yeperHbIM CHHIPOMOM I0KasdaHOo JedeHHe dJuaxapbom (moxm
KoHTpoJieM HeBpomarosora). IIpM Hmojo3peHHMH HA OpraHude-
ckue naMenenus (mocse TpaBMbl, HeifpomHpexkumn) B ITHC
ManMeHTaN HA3HAYAIOT KYPChl paccackiBaioleil Tepamuu (au-
dasa, ynumuos BHYTPUMBIMIEYHO U Ap.) mo 10-15 mabeKnuiA.
[Ipu BsiJlOTEKYIIEM Ipollecce MPOBOJHUTCSH MPOTHBOBOCHAJH-
TeJbHAS Tepanus ¢ MCIOJb30BaHNEM HeCTePOMAHBIX IPOTH-
BOBOCHAJIMTENBHBIX MpenapaToB (Jurxaopenar, 6onbmaper u
ap.) uan xemomugena (3adumena) B mKo3e 1 Mr B CYTKH,
kype Jeuenus — 2-3 mecsana. IIpu BaroTOHUYeCKOM THIIe
CBJ/1 u runoronnueckom tune HILJ[ Xopoilo 3apeKoMeHAOBa-
au cebsi mpemapaThl, yaydmaiomue MeraGonmam ITHC: noo-
mponuxa (0,4-0,6 Mr B cyTKn), dHYepadonr (0,1-0,2 mr B cy-
Tku), amunaaron (0,5-1 r B cyTKH), "310if HeNBI0 MOXKHO Ha-
3HAUATE TAKMKE 2ZAYMAMUHOBYI0 KUCIOMY, Uepe6ponu3uH
(yepeGpoausam) no 1 MJI BHYTPMMBIIIEYHO, KypC JIeYeHHA —
10-15 unsexknuii. Jleyenne 3aTHUMHM IpenapaTaMu NPOBOAAT
2-3 pasa B rof.

[lna yayumieHns MUKPOLUMPKYJIANUH B psfie clydyaeB pe-
KxomeryioT Jeuenne yunnapuaurnom (0,025 r Ha HOYB, KypC
nevenus — 2-3 megenn), xagunmonom (1,5-3 mr 2-3 pasa B
JleHb, Kypc JledeHuss — 2—3 HeJeJU), 6UHNOYEMUHOM, MPEH-
manon, azanypunom (newmorcupuanrurnonm) u xp. Ilpu CBL,
BATOTOHMH, CONPOBOYKAAKOINeiics YACTHIMH 06OCTPEHHAMHU
pecnMpaTopHOro HeBposa MM JAuchYHKIHUeH KeJyAOdHO-
KHILIEYHOro TPaKTa, HasHauawT 0ernoud, 6eanacnoH, Oeirna-
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mamunan 1 T. K. mo 1/2—1 rabreTke (B 3aBUCHMMOCTU OT BO3-
pacra) Ha Houb. Kypc jnedenus — 1-2 mecsna.

B cayuae kapauasnbHoit dopmbr HILJL mpu MEK] ncnosbay-
J0TCS KapAMOTPONHBle cpelcTBa (puboKcun, munadponam, 3c-
cenyuane, AHMUOKCUOAHMHbLIE NPENAPAMbt, UMAMUHbL 2Py
not B, poruesas Kucioma, 6Umamun C u ap.), Ip¥ HapyIleHH-
AX PUTMA ¥ IPOBOJMMOCTH — AHTHAPUTMUUECKHE (cm. . 9).

IIpu CB]I mersiM, MPOXMBAIOLIUM B OKOJOTHYECKH HebJa-
FOTIONYYHBIX PerHOHAaX, MBI PeKOMeHAYeM B MHAMBHAYAJTIbHOM
nopsiike Guonpenaparsl U 3HTepPOCOPOEHTHI.

B sakJoueHHue cieyeT cKadaThb, YTO NPHU JIeYeHUH nereit ¢
CBJI u HIIJI Hafo KOHTPOIMPOBATE 3 (MeKTHBHOCTD TEPATIHH,
Tak KaK HepelKo MOTYT HaGIofaThes mapaJoKcalbHble peak-
nuu, ubo YMCTOH BArOTOHUM HJIH YUCTOM CHUMIATUKOTOHUH Y
Jereit mpakTHYeckKu He ObIBaer. CBJl — aro auchyHKIUS C
onpe/e/leHHOIl HAIPABJEHHOCTHIO (QYHKIMOHUPOBAHMA TOrO
nnn gpyroro ssesa BHC. B cBssu ¢ atuM Heo6XO0AUMO MOJ-
YepKHYTh, 9TO dallle BCero Tepamuio cjefyer noadupaTth
60IbHOMY MHAMBHAYAIBHO, YUHTHIBas BCe NMOSHUMH B Ipei-
JoskenHoi Hamu Kiaccuduranuu CBI[ y mereit.

OcraHOBUMCSI Ha JleueHUH JeTell ¢ 6ezemamuéHbimu
xpuzamu (IapOKCH3MaMH).

Iloskanyit, camoe IJIaBHOE 3/[eCh, OPraHU30BAB a/1eKBATHYIO
repanuio pebenky ¢ CBJI, momeiTaThcsi He AOMYCKATh Pa3BH-
Tua kpusa. Ho ecau Kpus Bce-TAKM pa3BHBAeTCH, HeobXoau-
MO OIIpe/(eJINTh ero HapPaBJIeHHOCTh.

Ilpu cumnamoadpenanosvlx NApoOKCUImMax y nereit ¢
MCXOMHON CHMIATHKOTOHHMEeH HMCIOJIB3YIOT TPAHKBHJIM3ATOPLI
(yulze napeHTEepajbHO), ceJaTHBHBIE IPenapaTsl, B-axpe-
Hobmokaropsl (003udan, aHanpuiun B pasoBoii mose 1 mMr/kr
Mmaccsl Tesa). JesnaTeqbHO IoCje KYNHPOBAHNSA KpU3a HasHa-
_yurh pebenxy B-agpenobiokaTop Ha 4-5 AHeil, MOXHO B CO-
YeTAHMM C CeAATHBHBIM JICKAPCTBeHHBIM cpeicTBoM. Ecam y
60JBHOIO CHMIIATOAZPEHATOBbIe KPHU3bl MOBTOPAIOTCH, YCTa-
HOBJicHA CBSISh MEXKJY MX BOSHMKHOBEHHEM M ICHXOIMOIHO-
HaJIBHOI MM (U3NUYecKoil HarpysKoif, To o63udan (Mau Ipy-
roii mpemapat u3 rpynmsl -axpeHo610kaToOpoB) B 103€ 0,5 mr
ga 1 Kr Macchl TeJia B CYTKM HagHauaercs JINTeNbHO — Ha 1-
3 Mecslna B KOMILIEKCE C CeJaTHBHBIM JiedueGHBIM CPeICTBOM
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(MOKHO ycrnokauBaloluii guroc6op), MOKHO B KOMOMHAIMHK
¢ JHEeBHBIM TpPaHKBMIM3aTopoM (pydomenw, Kcanarxc). Heob-
XOJAMMO YCTPAHUTH NMPOBOIMPYIOIIMHA (GaKTOp U MPOBECTH ma-
LMEeHTY KypC MCUXOTepanuu.

Tlpn 6azouncynaprvix Kpuaax y feTeit ¢ MCXOAHON Baro-
rTonmeil peGenka ciegyeT ycnokouTh. C 9TOH Wb MOXHO
HABHAUMUTB HACMOUKY NYCMbIPHUKA, 6ANepUdHbl, KOPEANOL,
sanoxopdun u ap. Ilatorenernyeckn o60CHOBAHHBEIM CUHTAET-
ca HasHaueHue 6eanadoHHvl, amponuna (ero MOXKHO BBECTH
MOJKOYHO MJIM aTh B KAIUJIAX Uepe3 PoT).

JletaM ¢ TOBTOPAIIMMKCA NapacHMIATHYECKHMH KpH3a-
MU 1eJ1eco06padHo MPOBECTH MJIHUTeJIbHBIH Kype Jed4eHus 1-
9 Mecsilla) OAHMM M3 TpernapaToB kKpacaBKu. C aToif Lesbio
MOJKHO HMCIIOJIB30BATh 0eaa0ud, 6e1nacnon, 6eA1amamMunal u
ap. O6pIuHO MX HA3HAYAIOT HA HOYB (1/2-1 TabneTka B 3aBH-
cumocTi or Boapacta). Ha arom ¢oHe ciefyeT NMPOROKATH
neyerne CBJl, moAKJIIOYMB ICHUXOTepaneBTHYeCKHe METOABI
poajeitcTeus. Ecnn Ha (OHe OCHOBHOW Tepamuu y pebGeHKa ¢
CBJI noBTopsilOTCS BereTaTMBHble KPH3bl, HAJO MepecMOTpeTh
AMarHos u JedeGHy0 TaKTHKY. IloBTopsifomyecs CAMITOMEL —
ajlpeHasIoBble KPH3bl, NMPOTeKaollHe ¢ BBHICOKHM A]Jl, coxpa-
HAOLWNMCS [0cJe KYMUpOBaHUS MApOKCM3Ma, TPeGyIoT Ipo-
peeHns auddepeHIHaIbHON AHACHOCTHKA C PaHO MNPOAB-
asoleiica accennuanbHoi AT, ¢ }eoxpoMOIUTOMON HIH C
cunapomom Konua (omyxousib HAATOYEeYHUKOB) M € JAPYTHMH
BAPMAHTAMM CHMIITOMATHYECKOMH AT (mouyeuHoi, IHAOKPHH-
HOIf, BagopeHaJbHOIl M T. 1.), Ha QOHe KOTOPBIX Yy ManHeHTa
nporexaer CBJI (nau HILI).

B sakjioueHHe cieayeT cKasaTh, YTO KyIIHPOBaHHe Berera-
THBHBIX KPH30B y fereii, kak u neuernue CB]I, TpeGyeT MHAA-
BHYQJBHOrO MOAX0Aa, ¢ HeoJHOKPATHON peBH3Hel JNedeGHON
TAKTHKH, ¢ 10J00POM COOTBETCTBYIONIMX METOJNOB M Ipenapa-
ToB. CMeHsisl OJJMH BHUJ JiedeHUSA JPYTrdM, NOCTeNeHHO MOXHO
1061ThCsA B GOJBUIMHCTBE CJIyuyaeB XOPOILIEro MOJIOXHTeJbHO-
ro addexra.

3akanunpas obcyskienne npobnems: CBII y mereil u mox-
POCTKOB, HeOOXOAMMO ellle pad MOAYEPKHYTH ee HCKIITH-
TeNbHYIO AKTYalbHOCTh He TOJIBKO JJIf TMeIHaTpuH, HO M And
Tepanuy, HeBPOJOIHH, NCUXHATPUHM ¥ 9HIOKPHHOJIOTHH. Yem
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Jerde W CBOeBpeMeHHee B KaykJ0M KOHKPETHOM ciytiae oyaeT
peleH BOIPOC O reHede, BapUaHTE reuenuss CB]] y pebeHKa,
TeM MeHbIIe BEPOATHOCTh BOSHMKHOBEHHMS Y HEro B 6yaymeM
ICHXOCOMATHYECKOM IaTOJIOTHH.

I'JIABA 8

OCOBEHHOCTH
3JIEKTPOKAPIAOTPAMMBI ¥ JTETEU
H TIOJJPOCTKOB

_————

DiexTpokapauorpadus ABIAeTCH OAHMM U3 OCHOBHBIX Me-
TOJOB HCCJI[OBAHUSA cepaua y JZeTeit ¥ MOJPOCTKOB, IO3BO-
JIAIOUMM CYAUTH 06 3JeKTPUUECKHX FBICHUAX, TPOMCXOAHA-
mUxX B MHOKapje. Anexmpoxapduozpamma (BKT) — »ro0
rpadudeckas 3amuck MPOIeCCOB BO3OYK/eHNs, BOBHUKAI-
mMUX B cepAeuHo# MbININe. DK oTpakaeT COCTOSHHME BCeX
GbYHKIMU cepAna: ABTOMATU3MA, MPOBOAUMOCTH, B0O36YAMMO-
CTH ¥ COKPATHMOCTH.

OKI' perucrpupyercs CHeUaJbHBIMH aNNapaTamMi (amex-
TpokapauorpagaMu) ¢ IOMOUIBIO BJIEKTPOAOB, KOTOphIe Ha-
KJIafBIBAIOTCH Ha ONpe/ieleHHble yJacTKH Tesa nanueHTa,
[p¥ BTOM OXHMH BJIEKTPOJ IPHUCOeAMHAETCA K HOJIOXKUTETbHO-
My moJjilocy ammapara, a Apyroit — K OTpULATENBHOMY, 4TO
103BOJIAET (QUKCHPOBATh PA3HOCTb NMOTEHIMANOB MextAy HH-
Mu. CucTeMa pacmosoXeHUs 9JIeKTPOJOB HA Tesle HA3hIBACTCH
anexmpoxapduozpaguiecKkumu omeedeHuAMU.

B npaxkTHYecKOil KapAMOJIOrAM B GONBIIMHCTBE CJIy4aeB
OrpaHMYMBAIOTCH CHATHEM OKI B 12 oTBejeHHAX, KOTODPbIE
CYMTAIOTCS OOLIeNPUHATHIMU.

IlepBble TPH OTBeJEHUsA OT KOHeYHOCTe#l HA3BIBAIOTCHA
CTAHJAPTHBIMH MJIM KJACCUYECKUMH, OHH 0603HAYAIOTCS
pumckumu nudpamu (I, I, III). OTu oTBefeHMA OblIM Tpe/-
JI0KeHBl DWHTXOBEHOM elle B 1903 r. DyeKTpPOABI IPH ITOM

8a 3ak. 286 233



HaKJaAbIBAIOTCA Ha AWCTaJbHble obGJacTH KOHEYHOCTe# cie-
AyoluM obpasoM:

I omeedenue — nesas pyka (+), npaBas pyka (-);

II omeedenue — nesas Hora (+), npaBasa pyka (—);

III omeedenue — nesas Hora (+), JeBas pyka (—).

IIpoBOAHUK 3JIEKTPOAA OT NPABOM HOrM HANUeHTa Bcerga
uJeT B rHe3[0 «3a3eMJIeHHE» .

IIpu aTUX OTBeeHHMAX 3JIEKTPOALI PACIOJOXKEHBI Ha pac-
CTOSIHMM, NPUOIU3UTEHHO OANHAKOBOM OT cepAna. KoreuHo-
CTH WMTpalOT JIMIIbL POJib NPOBOAHMUKA M MOXKHO NPEACTABHTH,
4YTO 3JIEKTPOALI HAJIOKEHBl Ha TYJIOBHINE y Havajaa KOHEYHO-
creit. Ilpu coejUHeHMH 3TUX TodeK obpadyeTcs PABHOCTO-
POHHUIl TpPeyroJbHHK, B [EHTPe KOTOPOrO PpACIIOJNOXKEHO
cepaue (TpeyrosbHHK OifHTXOoBeHa). K HejgocraTkam cTaH-
JlapTHBIX OTBeJeHHIl OTHOCHTCS TO, YTO 3JEKTPOJABI yAaJeHbI
OT cepAlla U PerucTPUPyeMblii MMM IOTEHIMAJ MeHbIIe TOro,
KOTOpBIii B JeHCTBUTEJbHOCTH BO3HHKaeT B cepAue. Kpome
TOro, B CTAHZAPTHBIX OTBeJeHHAX He MOTYT GBITH OTPaKeHbI
U 3aMKCHUPOBAHBI Te dJIEKTPHYECKHe CHJIBI, KOTODEIE MMEIOT
neprneHAMKYJIsSpHOe HampaBJleHHe K IJIOCKOCTH TPeyroJbHHKa
OHHTXOBeHa.

B 1942 r. 6b1M OpefoXKeHbl YCHJIeHHbIE OJHOMOJIOCHEIe
orBefienuss ot KoHeuHocreil (E. Goldberger), koTopsle B Ha-
crosimee BpeMs o6o3HavawTcs Kak aVR (aKTHBHEBIN 3JIEKTPOA
pacrnonaraercsi Ha mpaBod pyke), aVL (aKTHBHBIA 3JI€KTPOJ
pacnosaraercst Ha JieBoi pyke) m aV.F (aKTHBHEIH 3J1€KTPOA
pacrnojiaraeTcsi Ha JieBoil Hore). IIpu aTOM K HOJIOKHTEJBHO-
My [OJIOCY annapara NPHUCOeJUHAIT NPOBOAHHUK 3JIEKTPOAA
OT COOTBETCTBYIOIE KOHEYHOCTH, & K OTPHIATEeJbHOMY IO-
Jiocy anmaparta uaeT o0beJNHEHHBIN IPOBOJHHUK OT ABYX OC-
TaJbHBIX KOHEeYHOCTeH. OTH OTBeJeHHUS NalOT JONMOJHHTENb-
Hylo uHGpOpMANUI0 06 3JeKTPUYECKHX SABJIEHHAX, 06pasyio-
UXcsl B MHOKap/e.

B 1944 r. 6bl1 mpejJiodKeH MeTOJ| perMcTpalMy IPYAHBIX
yeuseHHBIX ofHomosocHex orsegeHnit (F. Wilson). Ilpu
3TOM AKTHBHBI 2JIeKTpoJ pacroJiaraercsi Ha IepefHeil mo-
BepXHOCTH IPYAHON KJIeTKH, HeNOCPeJCTBeHHO HaJ cepauem,
a K OTpMIATeJbHOMY IOJIOCY anmapara HaeT obbenHeHHBIH
9JIEKTPOJl OT TpeX KoHeuHocTeil. ['PyHBIX OTBeJleHHH ILeCTH,
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omu obosmauatorca Gyksoit V. I'aBHEIE 27eKTpoX (B BHAE
[IPHCOCOK PasNUYHOrO Kanubpa) yCTAHABIMBAETCA Ha ONpEne-
JIeHHBIe YIaCTKU TPYAHON KIETKH:

V; —B 4-M MesxpeGepbe y IPABOTO Kpas IPYAUHDL;

Vg — B 4-M MexxpeGepbe Y JIeBOrO Kpasd rpyAMHBL;

V3 — mocepeAuHe MeXAy TOUYKaMHU Vou Vg

V4 — B 5-M MexxpeGepbe IO JIeBOiil CPeAMHHO-KJIIOUMYHON
JIMHUH;

Vs — Ha TOPM3OHTAJILHOM YPOBHE OTBEJEHUA V4 mo neBoii
nepegHei aKCHJUISPHON JUHUH;

Vg — Ha TOM jKe TOPMBOHTAJILHOM YPOBHE IO JleBOM cpen-
Hell aKCUJISPHOH JIMHUH.

Orsemenus 1, II, aVL, V5, Vg yCIOBHO HA3bIBAIOT neewt-
mu, tak kax OKI' B oTHX OTBefeHMAX OTPa)KaeT IPOLECCHI
B036y KIeHusl, KOTOPbIe IPOUCKOAAT B OCHOBHOM B JieBOit mO-
JloBUHe cepAua (B JEBOM IpeACePAUH U JIeBOM JKeJy0uKe).
HMpasvimu cunraores 11, 1T, aVR, V; u Vg oTBefleHHs — OHH
perucTpUpYIOT NpoNecchl Bo30YK/AeHHS, NPOUCXOAAIME B OC-
HOBHOM B MHMOKapjle IPaBoro IpejcepAus M NpaBoro yxery-
nouxa. Orsemenus aVF, Vg, V4 CUMTAIOTCA NpOMEHYMOU-
HblMu, OHM AaloT MHGOPMAIMIO O IpoLeccax BO3OYKACHUA,
[POMCXOAAMMX B 0GIACTH CePAEYHDBIX 1ePeropofIoK.

Kpome obmenpuraAThX 12 OTBe/leHUll, PUMEHAIOT MHOXe-
CTBO CIeIUaJbHBIX OTBeJeHHil, KOTOpble He HCIOJb3YIOTCA B
noBceHEBHOU KJIMHMYECKOH MPaKTHKe, a CIYXKaT A ONpeae-
JIEHHBIX HAYYHO-UCCIIELOBATEILCKUX LeJe.

Perucrpanuio OKI' ofpryHO BeAyT B IOPU3OHTAILHOM I10O-
noykeHnH pebenka (ecnu 3TO He (QYHKIUOHAIBHAA npoba B
opTocTasde), JKejaTeJbHO IoCie 10-12-MHHYTHOTO OTZABIXA.
Ilomemenue, rjae CHUMaeTcs OKI, noKHO OBITH TEIJIBIM,
4T06hI MBINIEUHAS APOXb He McKasuia samuck. Kpome Toro,
npu perucrpanun IKI' marueHT ZOJKeH HAXOAMTBCA B CIIO-
KOMHOM COCTOSHUM, TAK KAK 9MOLMOHAIBHBIE CABUTH (KPHK,
mnau, BoabyxaeHue) usmensor kpusyio OKI' n Memaior afe-
KBATHO OIEHUThH ITOJIyueHHbIe JaHHbIe.

BesefcTBUe  AHATOMO-()MB3HOJOTHYECKUX ocobenHOCTei
mopmaTusel OKT y JieTell pesko OTIMYAKTCA OT HOPMATHBOB
B3POCJIBIX, TOMHMO 9TOrO, MMeIOTCS 0COGeHHOCTH BCeX dJe-
menToB JKT y xereii B 3aBHCHMOCTH OT BO3pacTa.
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OKTI' cocrouT u3 3y6HoB,
CerMeHTOB ¥ HHTEpBAJIOB.
Ha nopmanbnoit DKI' mme-
ercs IIeCTh BYOIOB, U3 HHUX
nAThH NOCTOAHHEIX — P, Q,
R, S, T ¥ oguH HemOCTOSAH-
HBlit — 3ybeny U (pue. 5).
3ybern; P orpajkaer pemons-
pusanuio (mepsad ¢asa Bo3-
6y>KIeHUs]) MUOKapfa INpej-
cepauit, kommiekc QRS coorBercTByeT mpomeccy HemoJApH-
3aMM B MUOKapje eJyfo4koB, 3yden T — mpomeccy pemo-
JNAPMBALMU JKeJIYAOUYKOB (BTopas (pasa Bo3byxkaeHus). 3yden
U nossaserca Ha DKI' npu HeKoTOpPBIX HapyIeHMAX INpoIec-
COB PernoJisipu3alu¥d MUOKap/Ja »eJyA04YKOB.

IIpn omeHke 3y6uoB obpamaloT BHUMaHHe Ha UX BBICOTY,
JUIATEeIbHOCTh, CHMMETPHUYHOCTh KOHTYPOB, OTKJOHEHHE OT
M300JIEKTPUUECKOH JHMHUM BBepX (HOJNIOXKHTEeNbHBIH 3ybelr)
UM BHUM3 (OTpHIATeNBHBIN 3ybem).

3y6ey P orpaxkaer mpomecc BoabyxaeHus (dasy pemous-
pusauuu) B MUOKapAe npexacepauii. MasecTHO, uTO ¢dhasa pe-
nonspusauuu npeacepauil He BunHa Ha OKT, oHa HHBenmpy-
erca kKommaekcoMm QRS. JlokasaHo, uTo Bo3OyxK/JeHHe MPABOro
npejicepaus NPOMCXOAUT paHbiue Jesoro Ha 0,02-0,08 c, mo-
aTOMY INepBasi OJIOBHHA 3y6ia P 0 BepIIMHBI COOTBETCTBYET
BO36Y’K/I€HUIO NPaBOro MpejicepAus, § BTOpas — OT BepLIMHBI
/10 M303JIEKTPUYECKOM JINHUM — JIEBOTO MpeAcepAus.

3y6en P y aereii Bcex Bo3pacToB (M y B3pPOCHBIX) B HOpMe
JIOJI’KeH OBbITh MOJIOKUTEJbHBIM BO BCeX OTBeJeHHAX, Kpome
aVR, rae oH Bcerja oTpuuarenbHelil. B orBesenusx III u V;
JonycKaeTcs pasHblil 3yGery P: HOJIOXMTeNbHBIN, CriaXKeH-
HBIH, ABYX(Aa3HBIH U Ja)ke MaJOOTPHIATEIbHBIN.

V HOBOPOX/eHHBIX M JeTeil paHHero Bospacra 3yGem P B
npaBblX IPYAHBIX oTBefeHUAX (Vi 2) BbIpaXkeH Jydile, 4eM B
nesbix rpyaHbix (Vg ), MOCKOJIBKY Yy HHX B HOpMe mpeobua-
naer npasoe cepaue. C Boapactom 3yben P ymiomaerca u
ymnpsiercs. Tak, y AeTeil rpyAHOro Bo3pacTa BhicoTa 3y6ua P
Moxker gocturath 1/3 3ybua R, a y NOAPOCTKOB M B3POCJIBIX —
He Gosee 1/8-1/10 ay6ua R. [lnurenpHOCTh (M3MepsieTcs B ce-

Puc. 5. Cxema kommuekca 9KI'
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KyHJaX, TIPH OTOM OJHA MaJeHbKaf KJIeTodKa MHJLTMMETPOBOM
Gymaru pasra 0,02 c) sybua P yBesnu4mBaeTcsi ¢ BO3pacToOM:

W B HopMe y HOBODOXKJAEHHBIX M feTelt TPYAHOro Bo3pac-
ra — 0,05 c;

M y JOLIKOJBHUKOB — 0,06 c;

W y IUKOJBHUKOB — 0,07-0,09 c;

m y Bapocisix — 0,09-0,1 c.

HeBonpumme OTKIOHeHUs 3ybma P oT HOPMATHBOB MOTYT
6BLITH DedyJbTATOM BereTATWBHBIX CABHMIOB: TOZA neiicTBHeM
napacHMNATHYECKUX BIMAHHE OH YIIOUIAETCH, npu ycuie-
HUM CHMIATHYEeCKUX BJIHAHUHA — YBeJIAYNBAETCH. Hannune
HopMaspHOro 3y6ma P mepe; xeqyAOTKOBBIM KOMIIJIEKCOM
SBJIAeTCSA OJHUM U3 KPHUTepUeB CHHYCOBOro pUTMA. WsameHe-
Hue Mopdosornyu sybua P ualle Bcero yKaspiBaeT Ha cmelne-
HuMe MCTOYHWMKA DATMAa M3 CHHYCOBOTO y3ja B IPeACcepiis.
Tax, yMeHbLIEHHBIH IO JIMTEJbHOCTH ay6er; P saBisercs
KpHMTepHeM BeDXHeNpeACepAHOro pHTMA, YIJIOIIEeHHBIN NI
nByxdasuelt syber P nabmonaercss mpu cpejHenpecePAHOM
BOZMTEJe PUTMA, OTPUUATEIbHBIH aybeny P mepe KOMILJIEK-
com QRS — npy HUKHeNpeACepAHOM. OrcyrerBue 3ybua P Ha
KT uiu mosiBNeHMe OTPULaTe]bHOro 3yGua P mocie KoM-
miexca QRS roBopuT 0 CMelleHHH BOAHTEJS puTMa B obnacThb
ATPUOBEHTPUKYJIAPHOTO (AB) coexuHeHH.

TIpu mopajkeHMM MHOKapja JeBOro mpejcepans (npu ero
neperpyske, TMIepTPO®UH, AMCTPOGUH, AUTATALNH MOJIOCTH)
HADYIIAIOTCA TPOIeCCH BO3OYXK/eHUs B HEM U COOTBETCTBEH-
Ho uaMensercs Qopma 3ybma P B JieBBIX OTBEJEHUAX. On
CTAHOBUTCHA YIIMPEHHBIM H JABYTOpGBIM ¢ npeobiafaHueM
BTOPOii BepPIINHBI ¥ HECKOJIBKO yBenuuenHbIM. Takoi ayben P
HaspiBaloT P mitrale, on BcTpeuaeTcs Npu HeJ0CTATOUHOCTH
cTeHO3e MHTPAJILHOTO KJlamaHa, TNpH BPOYKAEHHOI arpes3nu
TPEXCTBOPYATOTO KJANAHA, TMPH XPOHHUECKHX KapauTax y
nereit (puc. 6).

Ilpu mOpa’keHWH MMOKapja TMPaBoro mpeacepaus (ero me-
perpyake, runeprpopui, aucrpoduu) Ha KT B mpaBBIX OT-
BeleHUAX TOABJISAETCA YBeJINUEHHBIH 1 saocTpeHHBI 3yber P
(P pulmonale). V gerei Takoit 3yber P BcTpeuaeTcs NMpH pas-
JIMUHBIX BPOXKICHHBIX MOPOKAX Cep/lla, KOrAa NeperpyeHo
npaBoe TpeicepAue, a TAKyKe NPH JErOYHOM Cepaile (puc. 7).
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Puc. 6. KT mansunka 8 ner ¢ BIIC. P mitrale

e S o

1]

Puc. 7. TIpassiit Tan 9KT. P pulmonale

3ybey Q oTpakaeT HaYaJ0 BO3OYKIEHHS IKeTYAOUKOB,
nepexos Bo3Gy)XKAeHNUS OT MPABOro JKeIyAOoYKa K JIEBOMY.
Bcerna oTpunaTresbHBIR (CMOTPHT BHH3), TOJIBKO IPH BPOXK-
JIeHHOM JeKCTPOKapAuH (MpH OGBIYHOM PACIOJIOXKEHHH dJIeK-
TpojoB) oH obpamien kBepxy B I orBegenmn. HamGosee memo-
crossaHblil 3yGen DKI, o6GbLIYHO OTCYTCTBYeT HOYTH BO BCeX
oTBefleHUAX. ¥ JeTeil HOBOPOXKJAEHHBIX M PaHHEro Bo3pacTa B
HOopMe MoyKeT HabioxaTbhes 3ybenm Q B MpaBBIX OTBeAEHHAX.
IlosBnenne BhIpaXkeHHOro 3ybna Q B mpaBeix orBeferunax (II,
III, Vy ) v mereit Gosjee crapmero Bo3pacTa CBHJETENbCTBYET
06 yBeJHYEHMH 3JIeKTPHUECKOil AKTHBHOCTH INPABOTO JKely-
Jl0uKa, 4To GhIBaeT MPH ero meperpyske, IMCTpodum M rumep-
Tpouu. Bripaskenusniit sy6en Q B neBbix orBemerHsx (I, II,
aVL, Vj ) TpakTyeTca Ki ' yBeJWUeHHe 3JIEKTPHIECKOH aK-
THBHOCTH JIEBOTO JKeJYHZO0YKa, ITO MOXKeT OBITh NP ero mepe-
rpyske, auctpodun u runeprpodun.

3yb6ey R obpasyercs mpm oxBaTe Bo3by:kmeHmeM oGomx
skenyaoukoB (dasa genonsipusanuu). CocTOMT M3 BocXoAdAle-
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ro W HUCXOHAIIEro KoJeH, BCerja HalpaBJieH KBepXy, KpoMe
ciyuaeB HeKCTPOKADIHMH. BbicoTa ero B PaSHBEIX OTBEACHHAX
papbupyer ot 1 10 35 MM.
Ecau Bo BceX OTBeJeHHUAX OT KoHewyHOCTell BhIcoTa 3ybma R
He TpeBHImaer 5 MM, a BO BCeX TPYAHBIX OTBENCHHAX —
8 MM, BTO yKasblBaeT HA CHH)KeHHE BOJIBTAXKA OKT (HusKoO-
ponprHAs DKI), 4TO MOKeT BCTpedaThCA MPU PA3IMIHBIX M-
ToJIOTMYeCKUX Ipolleccax B cepiaue (MHOKADAWT, MMOKapANO-
aucTpodusa, SKCCYAATHBHBIH NmepuKapAuT), & TaKkKe IpH
oXHMpeHUH. B pefKuX clydadX HHU3KOBOJBTHAA 9KT moxer
HabmofaTbea ¥ 3AOPOBBIX feTeil M OTPasKaTh MHAMBHAYAJIb-
HYI0 0cOGeHHOCTH 3JIeKTPOIPOBOTHOCTH TKaHeil Tesa.
Vpenuuenne Boabraska 3ybua R Gomee 15 MM B NpaBbIX
oTBeleHUAX (yBeJINUeHHe BJIeKTPHYecKoil aKTHBHOCTH NPABO-
ro jXejyJiouKa) BCTpedaercsl NIpU Meperpyske, runepTpouu U
nucTpoduu TpaBoro sKeyaouka. COOTBETCTBEHHO yBETHUEHHE
BBICOTHI 3y61a R B JIeBBIX OTBeleHUAX, ocobeHHO B V5, MOXKeT
VKaSBIBATH Ha NMeperpysKy, TMnepTpoduio M nuctpoduio Je-
BOTro JKeqyfouKa. ¥ TOJPOCTKOB ACTEHHYECKOTO TelocsIoske-
HHSL, ¢ TOHKO{l IPYAHOM KJIeTKoi, MoKeT HablofaTbes yBesu-
geHMe BOJbTAXKA 3y6la R mpakTHuecKH BO BCeX OTBEJEHUAX.
CrefyeT OTMETHTh Pasnuuus B MOPHoIOrAn ay6ua R y ne-
Teif M B3POCIBIX B TPYAHBIX OTBeJIeHMsX. Y BIPOCIBIX B HOP-
Me ayben R B oTBefleHMH V) OPAKTHUECKH OTCYTCTBYET (uame
ramM Habnoxaerca 3ybern QS), saTeM ero BeJMUMHA IIOCJIE0-
paTenbHO BoapactaeT ot Vi K Vg (B3POCIIBIH THII 9KT). V ne-
Teil paHHEro BO3pacTa B OTBEJEHHAX V1,2 B HOpMe HabmoAa-
eTcsl JOCTATOYHO BBICOKMIT 3ybery R (merckmii Tun 9KT), Be-
JIMYMHA ero HAUMHAET YMeHbIIAThCA B AOLIKOJBHOM BO3pacTe
i Tonbko k 14—-15 romam sxusnu ¢opma IKI' B rpyAHBIX OT-
BeleHUsX IpuobpeTaeT BUM TAKOH, KaK y B3POCIBIX (puc. 8).
V feTell IIKOJBHOTO BO3pacTa M IOJPOCTKOB HEPEAKO
BeTpeuaeTcs dJIeKTPHUecKas AaJbTepHalHsd (pasHasi BBICOTA
gybma R Ha NpPOTSAXEHHH OJHOrO OTBefleHHs), UTO MOIKeT
6LITH CBASAHO C BereTaTMBHBIMM BIMSHUAMHA HA MUOKApA.
3y6ey S nosisnsercsa Ha OKI' B mponecce oxBara BO36yxIe-
HMeM MMOKapja Jesoro skenyfnouka. Tak ke, Kak ayben Q,
BCerjia OTPUIATeNbHBIN M HemocTossHHEIN. [iybokmit pacmien-
nenustt ay6en S B npasbix orsenenuax (III, V) ,2) nosiBnsiercst
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Puc. 8. Bapocastit Tun OKT y manbunka 14 et (cnesa) i gerckmit Tan 9KT
y MaZbuMKa 3 MecsleB )XKA3HH (cmpaBa)

npu meperpy3ke WM rumeprpodum JgeBoro xkerygouxa. Coot-
BETCTBEeHHO BBIpakeHHBIH 3yGer; S B seBbix orBemenmax (I,
V5,6) YKA3BIBAeT HA Teperpys3Ky HJIH THNEepPTPOQHIO mpaBoro
JKeJTyIouKa. YBelHWueHHBle M paclielVIeHHBle 3y6mel S mpax-
THYEeCKH BO BceX OTBefeHMAX (Tak HadbiBaeMblil S-tmm 9KI)
HabomaloTea npn 6J0Kanax JeBoll HOXKKHM mydka 'mea.
3ybey T orpakaer Bropylo (asy Bo3GyxAeHHMA MHOKapAa
JKeNyIouKoB (mpomecc permonsipusanun). B Hopme y nereit m
B3pOCTBIX OH Beerga mosokuTenbHbId B I m II oTBepeHMAX,
JIUIIL Y HOBOPOXKIEHHBIX 9TOT 3yber MOKeT GEITH Cria)KeH-
HBIM, AByXbasHEIM nin ManoorpunarenbHsiM. B IIT orsexe-
Huun 3ybern; T MoxKeT GLITH YIUIOIEHHBIM M Ja)Ke OTPHIATENb-
HBIM B J1060M Boapacte. B orBezieEuu aVR B HOpMe OH Bcerga

240



oTpunaTtenbHblt, a B aVL n aVF — Bceria IOJIOMKUTeNTbHBIN.
V Bapocasix 3y6en T gosxkeH GBITH MOJIOXKUTEJILHBIM BO BCEX
I'PYAHBIX OTBefjeHMSX, AONMYCKAeTCA YIJIOMEHHbIH HIH Maso-
orpunaTensHEl 3ybern T TONbKO B oTBefleHMH Vi. ¥ HOBOPOX-
IeHHBIX ¥ JeTeil paHHero Bospacra B Hopme 3ybern T orpuna-
TeNbHBIA B OTBefeHUAX Vi 34 ¥ HOJOXKUTeNbHEIH B Vs6. ¥
JOIIKOJILHUKOB B HopMme 3yGern T orpuuare]bHBI B OTBese-
HuAX Vq 23, Y MIKOJBHUKOB — B V] 2.

Bennuuna 3y6ma T ¢ BospacToM yBeJqMuYHBaeTcs. ¥ HOBO-
POKAEHHBIX M TPYAHBIX AeTeit syGenm T mMano BhIpaskeH M CO-
craaser 1/8-1/10 3y6na R, Torga xak y B3pOCJBIX OH MO-
et gocturatsh 1/3-1/2 R.

Muorue (axTOpel BJIHSIOT HA TpOIlecC penosspu3aluu
JKEeJYIOYKOB ¥ COOTBETCTBEHHO Ha (opMy M BeqmuyuHy aybua T.
Taxk, syberny T u3MeHsieTcs NPH BereTaTHMBHBIX HAPYIIEHUSAX,
uTO Hepegko Habimofaercss B IIKOJIBHOM BO3pacTe: IPH YCH-
JIeHHW CHMIIaTHYeCKUX BIMAHMII Ha cepiue 3yben T ymioma-
ercs, Ja)ke MOXKET CTATh OTPHIATebHBIM, IIPH YCHJIEHUH Ba-
IYCHBIX BIAMAHUNA — yBeJMUUBaeTcs. DJIEKTPOJUTHBIE CABUIH
TaK)Xe MeHSIOT BeJMUYHMHY 3y6na T: mpu rumokajblUeMHH H
rANepKaJueMUu OH yBeJIW4YMBaeTCs, INPU TUMepKaJblHeMUH
¥ THIOOKAJNEMHH — yIJIoUiaeTcs.

IIpu BEIpaskeHHOI rumokcnyn Muokapia Ha OKT mossiser-
cA BBICOKMif, OCTPOKOHe4HBIH 3yGen T, mpum ymepeHHOH ru-
NOKCHHM MHOKapja OH MoxeT ymiomarked. Ha ¢asy penons-
pHBALMH JKeJYZOYKOB TaK)Ke BIUAIOT BOCIHAJHUTeJbHBIE H
aucTpoduUecKne MpoIlecchl, MPoTeKaloInue B MHOKapje, 4YTo
BhIpa)kaeTcsi M3MeHeHHeM Gopmel 3ybma T, KoTopelit mpu
9TOM CTAHOBHUTCSH YIUIOL[EHHBIM MJIM OTPHIATENBHBIM.

Ilns pemeHus Bompoca O MPUYKHE, BHI3BABIIEHl CHHIKeHHe
aMmuuTyabl 3ybna T, mcnoabayercs (GyHKIHMOHAIBHAA Ipoba
OKI' ¢ npumenenueM [-agpeHobiokaropoB (undepan, 003u-
dan, ananpunun, amenonon u ap.). Ilpu arom nmpoba cumra-
eTcsl IMOJIOXKNTENbHOMN, ecan yeped 60 MuH mocie maum Tepa-
neBTHYeCKoil o3kl mpenapara 3y6en T BpeMeHHO BOCCTAHAB-
JMBAETCA AO HOPMBI (CTAHOBHUTCS IOJIOXKHTeNbHEIM). Iloo-
JKUTeNbHAs mpoba yKasbiBaeT Ha HaJW4yue I'HIePCHMIATHKO-
TOHHM M OTCYTCTBHE BOCIAJIHMTEJbHBIX H3MeHeHUH B MHO-
Kappe.
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3y6ey U nossnserca na OKI y [eTeit ¢ BereTaTHMBHON
nnchyHKIMeH, MPOJATICOM MATPAIBLHOrO KJIANaHa, MHUOKAD-
nuommerpodueit. Y B3POCHBIX MOXKET NOABIATECA OTPHUUA-
TenpHbIH 3y6ern U mpn KOpOHApUTaX.

Cezmenmamu uaspiBaiorcs orpeskn OKI KpuBOi, Haxo-
JAmAecs HA YPOBHE M309JIEKTPUIECKOH JTUHAN UK 61M3K0 K
Heil. B TeueHHe 2JIeKTPHUECKOH CHCTOJIBI cepima HMMeiTcdA
nBa cermerrta: PQ (or KoHIA aybna P no Hawasia aybna Q) u
ST (ot xoHua 3ybua S g0 Havaua ay6ua T).

DnekTpndecKas AMACTONA Mpe/CTABJIeHa CerMeHTOM TP;
KOTOpBIH ABJIAETCA MBOJNMHHeH M HAXOIUTCA My KOHIOM
sybna T u Hauajom 3ybma P (npn Hanuwumn 3ybma U
obpaayercsi cerment UP).

BaskHo, uTOGBI BCe CerMeHTBI ObIIM NpejCcTABIEHB Ha
DKI, mNOCKONbKY 3TO SBISETCA OTpaykeHHeM HODMAJBHBIX
3/IeKTPHUYECKHX MPOIECCOB, MPOMCXOAAMMNX B MHOKAPAE.

CermenT PQ oTpakaeT MEePHOJ 3a/ePKKH MMIyJIbca B AB
coefMHEHWH, 3Ta 3a/lePXKKa PACIHPOCTPaHeHAA BO3GYKAeHAA
oueHb BasKHA ISl HOPMAaJbHON paGoThl cepAla, TaK Kak CHa-
wasa J0MKHA TPOMCXOJHUTH CHCTONA MPefcep/nii, a Hepes He-
KOTOpOe BpeMsl CHCTOJA KeIyA0UKOB. VKopoueHHE CerMeHTa
PQ nabmofaeTcs MPH YCHUJIEHHH CHMIATHIECKHX BIMAHUA Ha
cepAme, YAJAWHeHMe — IpH YCHJEHHBIX napacHMIOaTHYeCKHX
BIMSAHAAX. YATMHeHWe cerMenta PQ Takxke HabmofaeTcs
npu nopakeaun AB coelHHeHHA AucTpodHUeCKHM MIIH BOC-
manuTeabHBIM mporeccoM. OTCyTCTBHE cerMeHTa PQ BcTpeua-
ercst npu DKI' cHHApOMax MpeXAeBPeMEeHHOTo BO30YXIeHASA
JKeNyOYKOB (CHHIPOMBI YKOPOYEHHOTo nHTepBaNa P-Q,
WPW).

CermenT ST COOTBeTCTBYeT NMePHOAY HAXOXKIEHHA obomx
JKeNYLOUYKOB B COCTOSHMM BO3OYMKICHMHA, AOIIKEH 6LITH HA
VPOBHe WM3ONMHMHM, JONYCKAETCS ero CMemeHue JUIOb HA
+1 mm. Cmemenne cermenta ST Gonee 1 MM OT H30JHHHH
BeTpedyaeTcss MPH MHOKAPAMOAMCTPOQHH, MEPHKAPAMTE, KO-
porapure. OTcyTcTBHE CerMeHTa ST mabmopaerca npun DK
CHH/pPOMe paHHeil PerosApH3aiu JKeTyA0IKOB (CPPIK).

CermenT TP cOOTBETCTBYeT RHACTOJIE KeJIy[O0YKOB (mpo-
Hecc MONAPU3ANNH), T.e. NePHOAY, KOrja cepane HAXOJHUTCH B
COCTOSIHHM TOKOS, OTABIXAeT, MuTaercs. dTO OUeHb BaXKHBIH
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MOMEeHT JAJIA MHOKapfa, B 3TO BpeMs IPOMCXOAMUT ero KPOBO-
cHab)KeHMe, OH IOJydaeT MUTaTeJIbHble Bell[eCcTBa. YKOpode-
HYe JIMAcTOJNbl, a TeM 6ojiee ee OTCYTCTBUe, UTO Habiiozaercs
OpY PasJMYHBIX TAXWKADAMUAX, MOXKET IPUBOIUTH K MUOKAp-
AuOAMCTPODHH, a 3aTeM M K cepleyHOoi HeJOCTATOYHOCTH.

Humepeanws — aro BpemeHHble orpesku JKI. ObasaTens-
HO OMNpeeNasloT MPOJOJKUTENBHOCTh B CeKyHAaX (XIUTeNb-
HOCTB) CJEeAYIIUX HHTepBasoB: R—R — Mexay BepmmnHamMu
3ybnos R B cocepuux kommiekcax QRS; P-Q — or nHawama
aybna P go Hauana 3ybna Q; QRS — or Hawana 3y6ma Q mxo
KoHma 3y6ua S; Q-T — or Havasa 3y6na Q Ao kKoHma 3y6ma T
(puc. 9).

Unrepsan R-R COOTBETCTBYeT IPOJOJJKHUTEIbHOCTH cep-
JIETHOTO IUKJIA, 10 HEMY MOXKHO OIPEeeIUTh JacTOTy cepaed-
HeIx cokpamenuii: YCC = 60:R—R. O6sruro YCC omnpenensior
o mHTepBasy R—R ¢ moMomisio crienuaabHBIX TabInII.

¥V nereit Bcex BO3pACTOB OTMedYalOTCsl HEeKOTOphle KoJeba-
HHUA B JJIATEJbHOCTH cepAedHbIX nuKJoB. OZHAKO, eciM pas-
HHIa MeXXIy cepAeuHbIMH IuKJamu npessimaer 0,1 ¢, To aT0
YKasbIlBaeT Ha HeperyJsApHbIA CHHYCOBBIH (CHHOATPHAJIBHBIN)
putM. ¥V gereit wacto GbIBaeT Tak HasplBaeMas JbIXaTesbHAas
APUTMHSA, T. €. HeperyJsipHBIA PHUTM, CBSI3aHHBIH C AKTOM
ABIXaHUA (Ha BIOXe PUTM yualmaeTcs, Ha BBIJOXe — 3aMensd-
ercs1). JlpIxaTeJbHas apuTMUs OObIYHO HabiogaeTcss B J0-
IIKOJILHOM M IIKOJBHOM BO3pacTaX NpPH HAJIUYUM BereTaTHB-
HOM AnchyHKIUHU. YTOGB OTIMYHUTH ABIXATEJBHYI apPUTMHIO
OT HeJbIXaTeJabHOH, Haao cHATh OKI' Ha 3ajgep:kKe IbIXaHHSA.

R R-R R

ik

Q-T
Puc. 9. Cxema unrepsanos OKI'
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Ecnu pu 9TOM APHTMHA He Mcde3aer, 3HAYMT, OHA HE cBsi3a-
Ha ¢ AKTOM AbIXaHWA. ADUTMHSA, He CBA3AHHAS C AKTOM JBI-
XaHWS, BCTpeYaeTcs TPHM HAPYIIeHAM (QYHKIUH CHHYCOBOTO
(cMHOATPHANILHOTO) Y314, UTO 6pIBaeT NpU MHOKapAUOAMCT-
pod¥H, MAOKAPAUTAX MJIM HACJIEACTBEHHOM cuHApOMe caabo-
CTH CHHYCOBOTO y3Ja.

Ecsii IPOIOJI’KATENILHOCTD BCeX MHTEPBAJIOB R-R na 9KT'
OJMHAKOBA, TO 3TO TAK HA3bIBAEMBIH PUTHAHBIA PUTM, CBHE-
TeNBCTBYIOMMUI O HADYIIEHAN HEPBHBIX PEryJATOPHBIX Mexa-
HU3MOB cepAua. IIpexe BCero TaKod PUTM YKadbBaeT HA
BpeMeHHOe (MM [OCTOSIHHOE) OTCYTCTBHE BereTaTHBHBIX
BIMAHMI HA BOAMTETb PUTMa. PUTHAHBIA PUTM 4acTo HabJ0-
naeTcss TPU PaHHEM BPOXK/EHHOM KapAuTe (pubpoanacrose
SHOMHOKAPAA) ¥ BO BpeMs NMpUcTyma napoKCU3MaJbHOH Ta-
XHUKapAUH.

Wnrepsan P—@ oTpakaeT MepHOA OT Hadaua B036yKIeHUSA
npefcepAni 10 Havana BoaGy»kAeHns xenyroukos. O coor-
BeTcTBYeT BpeMeHM IPOXOXK/IeHUS MUMIYJIbCa MO npecepAUAM
n AB coeIMHEHHIO.

IIpofo/KATeIbHOCTh HHTEpPBAA P-Q B HeKoTOpOH cTeme-
HU cBA3aHA C TPOJOJKATENBHOCTBIO CepAeTHOro OHKJIA.
CpefHAA AJIATETHHOCTH HHTEPBATA P-Q B pasjMuHbIe BO3PacT-
Hble TIePHOABI CleAylomasn:

M y HOBOPOMKJEHHBIX H [leTeit paHHero Bo3pacTa — 0,10-
0,12 c;

M y AOMKOJbHHKOB — 0,12-0,14 ¢;

M y WIKOJBHAKOB — 0,14-0,18 c;

W y B3pPOCJBIX — 0,14-0,20 c.

VanuHeHne HHTepBasa P-Q wmoxker HabmofaThes MPH
yCHJIEHHN BIMSAHHSA Gy’ aromero HepBa Ha cepjme, OOBITHO
3TO CONPOBOXKAaeTcs 6pagukapAneii. [ AHATHOCTHKM Ba-
IyCHBIX BIMAHMIT Ha cepAne ucnonsayercss OKI' mpoba ¢ BBe-
JleHHeM amponuHa (0,1 M HA TOX sknaEn). Ilox BINSAHHEM
aTpoNMMHA BPEMEHHO IpeKpamaeTcs neitcteue GyKAaiomero
HepBa HA MHOKAapJ, 4TO MPOABJIACTCH ydaleEMeM PATMa U
yMeHbIIEHWEeM JIHTeTbHOCTH nnTepBasa P—Q (mosoxmTeNb-
Had npo6a).

Kpowme Toro, yAJMHeHHE HHTEPBAJA P-Q moxxeT GBITH CBA-
3aHO ¢ BOCHAJIMTEJbHBIM HJIHN AucTpopMUeCKHM mporeccoM B
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obsacTy MuUOKapfa npeacepauit uau AB coepuEeHud. B atux
cayuaax GyHKOUOHAIbHasA mpoba ¢ aTpomMHOM GymeT OTpH-
nmarenbHOit (MHTepBanm P—Q He HM3MeHHMTCA mocjle BBeJeHHUS
aTpPoONMHA).

VkopoueHue uHTepBasa P—Q Habniomaercss NpH yCUJIEHUH
CUMOATUYECKUX BJIMSAHANH Ha cepjle, YTO CONPOBOXKAAETCS
TaXMKapAueidl, a TakyKe NpH mpeicepAHbIXx puTMax u IKI
CHHApPOMAaX IpeKJAeBpeMeHHOro Bo30yK/IeH’A KeTyJ0IKOB.

Hurepsas QRS xapakTepudyeT BpeMs oxXBaTa Bo36y»xiae-
HUeM MHOKAapJa JKeJyHLo4yKoB (mpolecc Aenonapusanuu). Ero
IJIUTeJbHOCTh C BO3PACTOM yBeJM4YuBaeTcs. B Hopme HHTep-
BaJ QRS pagen:

M Yy HOBODOXJIeHHBIX U JAeTeil rpyAHoro Bospacra — 0,04—
0,05 c;

W y gowkoabHuKOB — 0,05-0,06 c;

® y wkoabHUKOB — 0,06-0,08 c;

W y Ba3pocanix — 0,06-0,1 c.

BereTaTuBHbIe BJIUAHHUSA He M3MEHSIOT AJIUTEIbHOCTh MH-
TepBasa QRS. Besikoe yBesnuyeHHe AJUTeNbHOCTH, paciiupe-
HHUe ero — NPU3HAK BHYTPUIKEJYAOUYKOBOM GJIOKAABI, YTO MO-
JKeT BCTpeyaThcsl NOPH AUCTPOPHYECKUX, BOCHATUTENbHBIX,
runeprpodUYEcKUX U CKJIEPOTHYECKUX IpolleccaX B MHOKAp-
Jie JKeJIYAOYKOB.

Hnrepsan Q-T — 2710 d1eKTpUyecKas CHCTOJA cepala, T. e.
nepHoji BpeMeHH, B TeUeHHe KOTOPOTo »KeJy0YKU HAXONATCA B
9JIeKTPUYECKH AaKTHBHOM COCTOAHHMHU. IIpofossKuTeNbHOCTH
9JIeKTPUUECKOM CUCTOJIbI UBMEHSAETCH B 3aBUCHMMOCTH OT YacTo-
THI CEepAeYHBIX CcoKpamleHHH. CHCTONIMUYeCKHMH IOKasaTelb —
3TO Ta Ke dJIeKTPUUECKasi CHUCToJa, BhIpaXKeHHad B IPOLIEHTax
M0 OTHOILLEHUIO K MPOJAOJIKUTETHbHOCTH BCETO CepAeYHOro IMK-
na (R-R). B kanHNYecKO# MpaKTHKe JOCTATOYHO ONpejeleHHsA
JUTMTeIbHOCTH 3JIeKTPUYecKoil cucrosnl (uHTepBaia Q-T).

CocTaByieHbl TAbGJUIBI, 10 KOTOPBIM MOX<HO ONpeeNUThb
JIOJPKEHCTBYIOL[He BeJMUMHBI dJIeKTPUUECKON CHCTOJIBI M CHC-
TOJANYECKOro IOKasaTelss B 3aBUCHMOCTH OT NPOAOJIKHUTENb-
HocTH AaHHOro maTepsaja R—R. IIpu stom B HopMe daKTHue-
CKasi 9JIeKTpUUYecKas CHCTOJIa He JOJDKHA TNpPEeBBIIIATH JOJI-
JKEHCTBYIOLYIO (ompenensiemyio mo Tabiune) Gonee yem Ha
10,03 c. MakTHYeCcKUIl CHCTOJMUYECKHIl MOKasaTeJb He JOJ-
JKeH OTJIMYATLCS OT JA0JKEHCTByouero 6osee yem Ha +5% .
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VpequdyeHue BJIeKTPUUECKONW CHCTOJNBI M CHCTOJNMYECKOro
HOKABATeNs NPOTUB AOTIKEHCTBYIOIMX BeJMUMH YKA3bIBAET
Ha CHM)KeHHe COKpATHTeNbHOH (GYHKIMM MHOKapa JKey-
JIOYKOB, UTO MOXKeT HabJiofaThcsA MPH cepie4HOM HeZOCTa-
TOYHOCTH, MMOKApAHMTAX, KAPAMOMHONATHAX. Kpome Toro,
yanunenne uHTepBasa Q-T MoxKeT BCTpedaTHCA npu BHIpa-
JKeHHOIl IMIIOTEePMHHM M THIOKAJIbIHEMHH. Croitkoe yBenude-
HUe 2JIeKTPHUEeCKOil cucrolibl Gosee UeM Ha 0,05 ¢ no cpas-
HeHMIO ¢ JIOJUKEeHCTBYIOIIell MOKeT GbITh NpU3HAKOM HACTeA-
CTBEHHOro CHHJApOMa YAJMHEHHOTo MHTepBaja Q-T, ocoben-
Ho, ecJIM TIpH 9TOM HabrojaeTcs ompefeeHHasd KJIMHAYECKas
KapTHHA (TyroyXocTh, 0GMOPOKH, apUTMHH).

VkopoueHHe HHTepBaja Q-T (cOOTBETCTBEHHO M YMEHB-
[IeHMe CHCTOJMYECKOTo [0Ka3aTel]s) CBHUAETENBLCTBYET o6
ycueHHo#t pa6oTe MHOKAPAA KKeJIYAOUKOB, O HanpsyKeHUH
COKpaTHTeJNbHOM (QYHKIUHM MHOKapAa, HTo BeTpedaeTcs NpH
TsKesoili (U3MUeCKOl HArpysKe, y CIOPTCMEHOB BCJIe/ICTBHE
TpEHHPOBOK M COPeBHOBaHMI. B panpHelilleM 3TO COCTOSHHE
MOJKeT MepeXOAUTh B CEPAedHYI0 He/loCTATOYHOCTE, TaK Kak
MBILIIA CepAna MOXKeT YTOMMTBCH. VYKopoueHHe 3JIeKTpHYe-
CKofi CHCTONBI MOJKET GhITh BEISBAHO HEKOTOPHIMM IpenapaTa-
mMu (QuzoxcuHOM, PUOOKCUHOM, B-adpenobroxamopamu 1 Ap.).
Tlomumo Toro, uHTepBan Q—T ykopauuBaeTcsd OpPH CPPX.

O6s3aTeIbHBIM ABJISeTCA ONpe/esieHHe THIA 9KI. Tun
JKI' - 10 aneKTpHUecKas OCb CepAIa, MM OCHOBHOE Ha-
npasJieHUe 5IeKTPOBIIKYIIel cuusf cepana. Hanpasierue
[aBHOI 37eKTpUUecKoil ocH cepAua He MOJHOCTHIO coBmajaer
¢ aHATOMMYEeCKOi MpPOJOJbHOH OChI0 cepAna, HO cymecTByeT
ompe/iesieHHBIH MapajesinaM B HX NOJIOXKEHHH.

Tun DK, nau ajeKTpuuecKas ocbh cepaua, MOXKeT ompe-
[eNATbCH HA OCHOBAHWM BH3YAJILHOrO OCMOTPA OKT, a Takxe
o yray ¢, KoTopelii o6pasyercs Mexay HaTpaBJileHHeM 9JIeK-
TpUuecKoil ocu cepAua U POPM3OHTAJIEHON MJIOCKOCTHIO. Bro-
poit meroj Gosee TOYHBIM.

BuayaJbHO MOJIOXKEHHe 9JIeKTPUUECKOl ocH cepAna ompe-
fensiercs 10 BenuuuHe 3y6moB R u S B cTaHZAPTHBIX OTBeJe-
auax (I, II, III). Ecau anekrpuieckas ock cepAna coBmajaer
00 HANPABJIEHHUIO C AHATOMMUECKOIl, TO caMble BHICOKHe 3Y0-
usl R ormeuaroTed BO II craBfapTHOM OTBeJeHHH, UTO COOT-
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BeTcTBYyeT Hopmanvromy muny IKI', npu KoTOpoM HeT Ipe-
BaJIMPOBaAHUA OJAHOrO U3 XenyaoukoB (puc. 10). Eciau anex-
TpUYecKas ochb OTKJIOHeHa BmpaBo, To B III oTBegeHMH Ha-
6aonaloTcs camble BhIcOKMe 3y6nbl R, a B I oTBegeHum —
HU3KMe 3yOusl R M rayGokue 3ydusl S. OTO COOTBETCTBYET
npasomy muny IKI' (puc. 11). Ecnu anekTpudeckas ock
OTKJIOHeHa BJIeBO, TO B I OTBeJJleHMM DPerMcTPUPYIOTCH caMble
BeIcOKMe 3yousl R, a B III oTBeeHun — ruyGokue 3y6uer S u
HU3KHe 3y6usl R. OTo Tak HasbiBaeMblil neewviii mun IKI

(puc. 12).
“"W'J\/M/\—«/\r
MMW

n

S NS S S 1

Puc. 10. Hopmanbrsiit Tun SKT (Mmanbuuk 12 ner)

Puc. 11. Tpasgnii Tan OKI" (a0 = +120°)  Puc. 12. Jlessuit Tun OKT (o = —51°)

Jlna onpeneneHust yria o 6epyT cyMMy BeJIHMYHMH 3y610B
R (monokurenvHas BeaumumHa) U 3y6uoB S (oTpulaTe bHAS
BesiMuuHA) oTAenbHo B I u III oTBefeHMAX M IO 3TUM fAaH-
HBIM B COOTBETCTBYKIOLIMX TabJMIaX HAXOXAT ero BhIpa)ke-
Hue B rpagycax. IIpu mopmanbHom tune DKI' Benuuusa yr-
na o HaxoxauTcs B npejenax or +30 po +70°. Ilpu BepTH-
KaJIbHOM IIOJIOXKEeHUH 3JIeKTPHYecKoil ocH cepana (He6osb-
1ioe OTKJIOHeHHMe BNpaBo) yroa o cocrasiasier oT +70 mo
+90°, npu peskom mosopore — Goabme +90° (mpaBmit THM,
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npasorpamma). IIpu ropu3oHTATBHOM MOJIOKeHU U BJIeKTPHU-
GecKoil ocu cepilla BeJIMUMHA Yria O HAXOAUTCA B NPeje-
nax orT +30° mo 0°, MpH Pe3KOM OTKJIOHEHHH BJIeBO — HHXKe
0° (-10°, —-30, —120° u T. I.), 4TO COOTBETCTBYET JIEBOMY
runy 9KT, niu jeBorpamme.

HanpasyieHue aJIeKTPUUYECKOi OCH cepana (tun 9KT) 3aBu-
CUT OT BO3PACTA, KOHCTHTYIMOHAJBHBIX ocobeHHOCTeN mamu-
eHTA W MATOJIOTHYECKHUX IIPOIeCCOB B MUOKAP/E.

V HOBODOK/IEHHBIX M JleTeil paHHero Bo3pacTa aJIeKTpHUYe-
cKas oCh cepjlia B HOPMe HEeCKOJIBKO OTKJIOHEHa BIPaBO, YTO
cBsizgaHo ¢ mpeobsaJaHueM y HUX IIPaBoro JKeJyouKa Hak
neBbIM (mOCeACTBUA BHYTPHYTPOGHOrO kpoBoobpamenus). B
JOLIKOJLHOM BO3pacTe OGBITHO coxpaHseTcs BepTHKAaJbHOE
oNIosKeHHe BNeKTpHUecKoil ocd. Y IIKOJIBHUKOB B HOpMe
npeo6asaeT HOPMaIbHBLH THII DKT (kaK y B3POCIBIX).

V peTeil acTeHHYECKOro TeJNOCIOKEHUs MOeT AOJIrO Ha-
GniofaThc BePTHKAJIbHOE IMOJIOKeHHe 2/IeKTPHUYECKOH OCH,
HouTH Bech IIKOJMbHBI mepuox. IIpu rUIepcTeHHYECKOM Te-
nocnoxxeHun (TeM Gosee MpH 0’KMpeHNH) dJIeKTpuYeckas och
oTKJIOHSIeTCS BJIeBO B JI06OM BO3pacTe.

DnexkTpuuecKas och cepAna Beeraa HampaBJeHa B CTOPOHY
naToJiorM4yeckoro nporuecca. Tak, NpaBblif THI JKT BcTpeda-
eTcsl MpH meperpyske H runepTpoUH IPaBOro KeIyAoduKa,
4TO MOYKeT HAGNIOAAaThCA NPH HeKOTOPhIX BPOXK/ICHHBIX IIO-
pokax cepiua (aedext MesKIpecepAHOil MeperopoiKH, ae-
dexrT MeYKIKeyLOUKOBOil TePeropoAKH, TeTpaia danno #
Ap.), IpM JIETOYHOM CepAle, NpH MHOKADAMTAX C IpeHMyIie-
CTBeHHBIM MOPAYKEHHEM NPAaBOro XeJyAouKa.

Jlesntit Tun JKI' perucrpupyercs mpu HAJUYHH Ieperpys-
KH ¥ rHmepTpod My JIEBOTO XKeJTyAoUKa, UTo HabmofaeTcs OpH
MHOKAPAMTAX C MperMYIlecTBeHHbIM mopakeHHeM JIEBOTO
JKeJyAouKa, IPH runeprTpoduuecKoil KapAHOMHONATHH, npHu
BbIPAJKEHHOMI apTepHabHOW THIEPTeH3UH, IPH HEKOTOPBIX
mopokax cepjua (KOapKTalus aopTel, HOPOKHM MHTPAJIbHOTO
KJlamaHa, ATPE3Ns TPEXCTBOPYATOro Kiamama i Ip.)-

Amnanusupya OKT, ciejiyeT NOMHHUTE, yTO BHIIBJICHHEIE Ha
Heil OTKJIOHEHHS OT HOPMBI SBJIAIOTCA HecnenUpHIECKUMH,
OTPAYKAIOI[MMH HAPYIIeHHS 6109IeKTPUUECKHUX [POIeCcCOoB B
MHOKap/le He3aBucHMo OT puopapmreii mx npuumEsl. Tak,
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yeenuvenue INEKMPULECKOL aAKMUGHOCTU sHeenydoukoe
MoxkeT perucrpupoBaThea Ha OKI' BeiexcTBHe MX Ieperpys-
KM, MMOKADAMOAMCTPO(MH, AMIATALMHM, TUNePTPoduHu, BOC-
naneHus. YTOuHEeHHe STHX IpoleccoB Bo3Mo)kHO mpu Y3
cepana.

IlpusHaKaMu MOBBIIIEHHON 3JIEKTPUUECKOH AaKTHBHOCTH
npaeozo senydouka y Jereil SBIAITCA: CMelleHHe dJIEK-
TpUUecKoil ocH cepAua BMpaBo (C yd4eTOM Bo3pacTa MallMeH-
ra); BeicOKMe 3y6upl R B mpaBeix orsegenmax (III, aVR,
Vy,2); mosiBIenye 3y6nos Q B OTBeeHUAX III, V; o; Hainume
ray6okux 3y6mos S B jesbix orBefenuax (I, aVL, Vs g).

06 yBeJMYEeHUH 2JIEKTPHUECKOH AKTHMBHOCTH 11e6020 Jice-
nydowka B ETCKOM BO3pacTe FOBOPAT CJIeAYIONIMe MPU3HAKH:
cMellleHUe 2JeKTPUYecKoil ocH BJeBO (C y4eTOM Bo3pacra pe-
Genka); BbIcokue 3y6iupl R B seBbix orBemenusx (I, aVL, Vj);
BhIpAYKeHHBIe 3y6lbl Q B JIeBBIX OTBeJeHUAX; riaybokue 3y6-
bl S B IPaBBIX OTBEJAEHUAX.

Ha ocHOBaHMM aHa/JHM3a U CHHTe3a OT/JelIbHBIX 3JIeMEHTOB
DKl genaloT 3axniowenue, KOTopoe MAOJKHO oToOpakaTh
37eKTPohU3HOJIOrMYeCKHe TPOLleCChl M He MOJKeT CoJepiKaTh
B cefe HM AHATOMUYECKMX, HM KJIMHMUYECKMX TepMHMHOB. B
aJIeKTPOKapAMorpadMueckoM 3aK/IOUeHHMHM BHavajle yTOYHA-
JOTCA UCMOYHUK U xapaxmep pumma cepdya (HOpMasbHBII
CHHYCOBBIf PUTM, YCKOPEHHBIl HJIM 3aMeJJIeHHbI, rerepo-
TONMHBI M T. [.), 3aTeM YKa3blBAeTCS HANpagéneHue IneK-
mpuveckoll ocu cepdya (HOpMasbHOE, BePTHKAJbHOE, TOPH-
30HTAJbHOE, NMPAaBLIH MJIM JIEBBIH THII), MOC]e 3TOTO OTMeva-
JOTCS1 BbIIBJIeHHBIe OmMKAOHeHus om Hopmul. Ilpu astom
NPUMeHAIOTCA CcJe[yIOliHe TEePMHHBI: CHUKeHHe (TIOBBI-
LIeHHe) MPOLecCOB PeroJsiPU3aly TOrO MJIM JPYroro »euy-
nouka; HuakoBosbTHas OKI; yBesnyeHHe 3JIeKTPHUECKOi
AKTHBHOCTH NpaBoro (JeBoro) kejygouka u ap. Ilpu Haxu-
UMM APUTMHMHM YTOUHSIOTCS ee XapaKTep M MeCTO NMPOHCXOK-
JeHUA.

OKT sBiaseTcsi AOCTYNHBLIM M ZOCTATOYHO MH(OPMATHBHBIM
METOJOM WCCJIeOBaHMsl. SHAHHe OCHOBHBIX OcobeHHOCTeMH
nerckoit OKT, yMeHHe COMOCTABUTH BbIABJIEHHbIE U3MEHEHHS
¢ KJIMHHMUYECKOil KapTHHOIl 3a6oJieBaHUS MOMOTalOT MpaKTHYe-
CKOMY Bpady NPUHTH K NPaBUJIBHOMY AHATHO3Y.
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TJIIABA 9

HAPYIMEHHAA PATMA CEPJIIA
M ITPOBOJHMOCTH

K HapylleHMsM DUTMA Cepiua, WJIM apPUTMUAM, OTHOCAT
no6bie HAPYIIEHUS PUTMHMYHOM H mocienoBaTeNbHOM Jed-
TeJbHOCTH cepina. Y JAereil BcTpedaloTcs Te ke MHOTOHHC-
JeHHble HADYIIEHMs DUTMa CepAua, 4YTO M Yy B3POCHBIX. On-
HAKO TPMYMHBI WX BOSHMKHOBEHHs, TedeHHe, MPOTHO3 M Te-
panusi y AeTeil MMeOT PAX ocobenHocteil. OfHH AapUTMHH
POSBIAIOTCA APKOW KJIMHUYECKOH H ayCKyJbTATHBHOM Kap-
THHOI, Apyr¥e TIPOTEKAIOT CKPBITO M BUAHBI TOJIbKO HA 9KT.
DnexkTpokapauorpadmsa sABAsSeTcH He3aMeHHMBIM MeToA0M
JAMAPHOCTMKM pPA3JMYHBIX HAPYLIEHWH PHTMa Kak y B3poc-
JIBIX, TAK ¥ Yy AeTei. DnexkTpoKapAuorpaduIeCKHMH KpUTe-
pHAMHM HOPMaJbHOTO CHHYCOBOTO pHTMa Cepamna SABJISIIOTCA:
1) mamuuue 3ybma P mepex KaKABIM kommaexcom QRS;
2) mocrosinHas MopdosIorus ay6na P B Ka)K[OM OTBeJeHHH;
3) mosiokuTesbHBIe 3y6upl P B OTBeAEHHAX 1, II, aVL, Vo—Vg
M oTpulaTesbHbIE B OTBeJeHNH aVR} 4) peryispHBIi, mocJe-
nosartenbHblit psx P-P (R-R).. ACKyJbTaTHBHO TNpH 3TOM
C/IBINIHA HOPMAJIBHAS MeJIO/(Hs CepAua, T. e. maysa Mexay In
II Tomamn kopode, uem mocie II ToHa, a YCC cooTBETCTBYET
BO3pacTHOI HOpMe.

Bce OTKJIOHeHMS OT HOPMaJbHOrO CHHYCOBOrO pHTMa OT-
HOCAT K apuTMHAM. ADHTMHH cepAua BCTpedaiorcs y nereit
no6oro Bo3pacTa, OHM MOPYT GbITh HACJIEACTBEHHBIMH, BPOX-
JeHHBIMH M IpHOOpeTeHHBIMHU. Haubosiee mpueMJIeMoil A7s
[paKTHYeCKMX Bpaueil ABIACTCH KiaccupUKALUA APUTMHM,
OCHOBAHHAS Ha AeJEHHH MX B COOTBETCTBHH C HapyIICHHAMH
OCHOBHBIX (YHKIMii cepAna — aBTOMATH3MA, BO30yAMMOCTH,
NPOBOAMMOCTH ¥ MX KOMOMHALMIL.
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XAPAKTEPUHCTHKA COBPEMEHHBIX
AHTHAPUTMHYECKHX ITPEIIAPATOB,
HUCIIOJB3YEMBIX B IETCKOU KAPJTHOJIOTUHA

Bce cepiedHble TAXWAPDUTMUU HE3aBHCHUMO OT MeXaHU3Ma
MX BO3HMKHOBEHHS CBA3AHBI C JIOKAJIBHBIMHU HJIH TeHepasn3o-
BAHHBIMM HapYIIEHHUSIMH CEpPAEeYHOro MoTeHLUHasa AefCTBHUS.
AHTHapUTMHYecKHe IIpernapaThl — 3TO CpeJcTBa, KOTOPbIe MO-
I'yT BJIMATH HAa CepPAEYHBIil MOTeHINaJ AeicTBUA IyTeM H3Me-
HEHHSl COCTOSHMA KAHAJIOB, MPOIYCKAKIUX HOHBI 3JIEKTPO-
JINTOB Yepe3 MeMOpaHBbI cepledyHbIX KiaeTok. OHM BHeApAOTCH
B 3JIEKTPO(UBUOJIOTHYECKHI Tpollecc, INPOUCXOASALIUNA B
MHOKap/je, U BO3JeHCTBYIOT B OCHOBHOM Ha QYHKIIMU aBTOMA-
TH3Ma M NPOBOAMMOCTH, a TaKyKe Ha JJINTEJIbHOCTh pedpak-
TepHOTo Mepuoja. B ¢BsA3M ¢ 3TUM aHTHAPDUTMHUYECKHe IIperna-
paThl NPUMEHAIOTCHA B KIMHUYECKON NpPaKTHKe [JIs JIeYeHHs
TaXNapUTMHUIl.

HaBecTHO, YTO BCe AHTHAPUTMHYECKHE CPeACTBA MOXKHO
paszgenuTh Ha verbipe Kiacca (M. C. Kymaxosckwuii, 1992).
Msuorue u3 HuX 00saJal0T HexKelaTeJlbHbIMH I0GOUHBIMH 3(-
dekTaMM ¥ B MeJHATPUUYECKOH NpPaKTHKe He NPUMEHSIOTCS.
OcraHoBHUMCSI Ha TeX Iperaparax, KOTOpble ¢ YCIeXOM HC-
MOJIB3YIOTCSH TIPH JIEYeHUH JeTei.

I xnacc. Braodaer npenapatsl, obiagamoiiyue crnocobHo-
CThI0 6JIOKMpOBATH ObICTPble HATPHEBble KaHAJIbl KJIETOUHOI
MeMOpaHbI, T. e. «MeMOpaHOCTaGHIMBUPYIOIIME» CpeACTBa.
V3 HMX HAIJIIM NPUMEHeHHe B JETCKOH NMpaKTHKe JuJOKaAUM,
IMMO3UH, IMAYUIUH, ALIANUHUH, NPOJCKOPEH.

Judoxaun (Kcunokaun) WCIONb3yeTCS B KJIMHHYECKOI
npakTuke ¢ 1943 r. B kauectBe MecTHOrO aHecteruka. C 1950 r.
OH NpPUMEeHseTCS KAK AHTHADUTMHUYEEKMIT permapaT B OCHOB-
HOM JI CHSITUS MPHCTYIOB JKeJIYAOUYKOBOH TaXHMKapANH.
JIugoxkauH HasHadaeTcsi BHYTPMBEHHO (IIPH IpHeMe BHYTDPbL Obl-
cTpo moasepraerca Merabosnmamy) B jgode or 0,5 mo 1 mr/kr
1% pacrBopa. IlpemapaT Tak)e MOYXHO BBOJMTH BHYTPHMBI-
meyHo. IToGounoe (ToKcHUYecKoe) JeficTBHe JINAOKAMHA BBIpaXka-
erca B nopakeHnn ITHC u Mo)keT mposiBJIsiTbCS BPEMEHHOW He-
YeTKOCTBIO Pe4H, rOJIOBOKPY)KeHHeM, 0OMOPOKaMH, OCTaHOBKOIL
NBIXAHUA. B cBA3H ¢ 9THM B IOCJie/{Hee BpeMsi ero NnpHMeHe-
HHe B JIeTCKOIf NpaKTHKe HeCKOJIbKO OrPAaHHYEHO.
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OmMO3UK ¥ IMAYUIUN C YCTIeXOM TNPUMEHAIOT B IefuaT-
pMM NpH BCeX BHAX OKCTPACHCTONHH, 0coBeHHO JKeJTyA0YKO-
Boit. OHNM ABJNAIOTCA He3AMeHUMBIMM NpenapaTaMy IpH Jede-
HHM GOJNBLHBIX C BArO3ABHCHMBIMH 3KCTPACHCTONAMH, TAK KAK
He ypesxaior purM. Kpome TOro, Mpemapars yCIeIHO HC-
[10J1b3YIOTCA TIPH TAXMAPHUTMHAX, OOYCJIOBIEHHBIX HaJn4YueM
JIOTIOTHUTEJIbHBIX TPOBOJHMUKOBBIX nyTeit, a Takxe NPH Tpe-
HeTaHWU¥M M MepuaHuM npeicepauit. EcTh naHHBIE 06 oTcyTCT-
BUM KapANOLENpPeCCHBHOTO AeiCTBUA Y BTHX cpefcTB. Ycra-
HOBJIEHO, UTO OHM He BJMSIKT HA BeJIMYUHY CepAeUHOTO BBI-
Gpoca, a 9TO OUYeHb LEHHO. Kypc nedenns umu — 57 nHeH,
saTem mpemapatbl jaiorcsi 3—4 IHA B nosoBuHHO# Hose. Ho-
aupoBKa mogbupaercd MHAMBHAYATILHO or 100 go 300 mr B
cyrkn B 4-6 mpueMoB. Jlnsl cHATHA NPUCTYNOB MApOKCH3-
MaJIbHOH TAXMKAPAMM BBOJAATCS BHYTPUBEHHO HJIH BHYTDH-
MbIIIeuHO U3 pacuera 2—3 MI/KI Macchbl Tela Ha BBeJIeHUe.

B 1esoM mpemnaparsl XOpPOIIO MepeHOCATCH nanueHTaMH.
IoGounble AefCTBUA PEJIKH, MOTYT MPOSBIATHCH B BUJe To-
JIOBOKPY?KeHHUS, TOJIOBHOI1 6OJIH, TOIIHOTEL.

AZQnuHUK — aNKAJIOMJ, MONyYeHHBIH U3 TPaBBI AxoHHTa
Besnoycroro. dddexkTnBeH NpH BCeX BHAAX 3KCTPACHCTOJIHH,
apOKCH3MAaJBHOH TAXMKAPAMHM, MEpUIAHHH M TpelmeTaHUH
npejicepauil. BHyTpb HasHauaeTcd A0 75 Mr B CYyTKH B 2-—
3 npuema. Kypc sedenns — 10 2 Mmecsnes. L[eHHBIM KadecT-
BOM AJIIAMMHMHA SABJSETCS TO, UTO OH He 3aMejIAeT aTpHo-
BeHTPUKYJAPHYIO H BHYTPHIKeIYAQUKOBYIO IpPOBOJMMOCTE.
Ilpu mnpucryme [apOKCH3MAJIbHOH TaXMKAPAHK BBOJHUTCS
BHYTPHMBEHHO HJIM BHYTPHUMBIIIEUHO 0,5% pactBop ot 1 10
2 MJI Ha BBeJleHHe.

ITpoaerxopen (pummoropit, nponageror) WHCIONb3YeTes
npeskJe Bcero MIA n8qenust GOJBHBIX € JKeJYAOUYKOBBIMH
aKcTpacucTosaMu (uepes poT 10 300 Mr B cyTKH B 2—4 mpue-
Ma). BHyTpMBEeHHO npenapaT BBOAAT B 1o3e 1—2 Mr/Kr Macchl
Tesa A CHATHS JKeJYJOUKOBOM TaXWKApAMH. AddeKTHBEH
TaKyKe TP MAPOKCH3MAJIBHON TAXHKAPAHH HA ¢oHe CHHAPO-
MOB TpPefBO30YKAeHHs KeIyA0UKOB (npu CHHIPOME YKOpO-
yenHoro uHTepBana P—Q, cunapome WPW).

IIposnexoder MMeeT yMepeHHO BhIpakeHHble [(-agpeHo- M
KaJabIUibIoKHpyIoLINe csoiictBa. K mobounbIM adderTaM
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npemapata OTHOCATCS TOJIOBOKPY’KeHUe, aTaKCHs, TOIIHOTA H
MeTasIMdecKuil BKyc Bo pry. IIpemapaT He HasHauaeTcs Je-
TAM ¢ CepedHo# HeJOCTATOUHOCTHIO — OH MOJKeT ee yeyry-
6UTH.

II xnacc. Brmouaer [B-agpeHepruyeckue OGJOKATOPHI
CUMIATHYECKOil HepBHOM cucTeMbl (QHANPUNUH, undepan, 00-
audan, mpa3ukop W 1p.), KOTOpble OKa3blBAlOT AHTHAPHUTMH-
yeckoe AeiicTBHe IyTeM Qonaxneﬂuﬁ apUTMOreHHBIX dddex-
TOB KaTeXO0JAMHHOB. B mociefHee BpeMs HCIOJb3YIOTCA Kap-
nuoceleKTHBHBIE [-afpeHobI0KaTOpbl (amenononr, memonpo-
204, KOpAAHYM), KOTODbIe He OKA3BIBAIOT [I0G0YHOTO BIMSHUA
Ha Jpyrde CHCTeMbl OPraHMaMa. OTH IpPerapaTsl CHHIKAIT
AKTHBHOCTH CHHYCOBOTO y37a, 3aMe/JIAI0T MPOBOAUMOCTE MM-
nyabca, YMEHBIIAIOT COKPATHTENbHYIO crnoco6HOCTh MHOKAap-
[a, yAy4maoT AHACTOJNHMYECKYI0 (QYHKIMIO IKelyAOoIKOB,
camxaor AJl. IIpenapaThl NPUMeHAIOTCA NPH CHHYCOBOH Ta-
XMKAPAUH, CHMIATO3aBUCHMBIX dKCTPacHCToNaX, A CHATHA
NpUCTyNa CyIpPaBeHTPHKYJIAPHOI NapoKCH3MAaJbHOH TaXH-
Kapauu. P-AZpeHO6IOKATOPbl YKOPAYMBAIOT JJIEKTPUUECKYIO
cucTosy Kemyaoukos (nHTepBan Q-T), M03TOMY MCHOJBIYIOT-
cfl TpU HACJIeJCTBEHHBIX CHHJpOMaX YAJIMHEHWS HMHTepBasa
Q-T B uenax DpodUIAKTHKH PAa3BUTUA aputmuit. Kype Je-
yeHHs — 10 3 Hejesb, A03a MoAOMpaeTcA WHAMBHAYAJIBHO OT
30 1o 80 mr B cyTku B 3—4 npuema (1-2 MTI/Kr Maccel Tesa B
cyTKku). BHYTPpUBEHHO BBOAATCH MEJJIEHHO W3 pacueTa 0,01-
0,02 Mr/kr Macchbl Teja.

K naubosiee yacTeIM Mo604HBIM 3dexraM npenapaToB OT-
HocsATcs GpagMAPUTMHUSA, AelpeccHs MHOKapAa, GpoHXocmasM,
FHIOrJIMKeMHs, HouHble KomMapbl. Tem He MeHee HYXKHO OT-
MeTHTb HeIJIOXYIO MepeHOCMMOCTb MX AeTbMH, MoGouHbIe pe-
aKIM¥ HaMu Habiofanuch KpalHe peiKo.

III xnacec. CocTaBnsloT aHTHAPUTMHUYECKHe CPeACTBa,
yanuHsomue (ady penojspusanuM M HOTeHIMAal JfeicTBUA
(pedpakrepubiit nepuox). HauGosplllee NpUMeHeHHe N3 HHX
HamM kopdapon (amuodapon) u comanon (comauxnekc). dru
npenapaTel 067afal0T JIETKHM O H [3-a1peHoBIOKHPYIOMUM
feiicTBMEM M YBeJIMUYNBAIOT KOPOHAPHBIH KPOBOTOK.

Kopdapon naer xopomuil sapdeKT npyu BceX BHAAX dKCTpa-
cucronuu. ONHAKO B mocjiefiHee BpeMsl OH BCe pexke IpHMe-
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HsieTcA B MeJMaTPUU B CBASH C BhIPaKeHHBIM NMOOGOUHBIM Aei-
creueM. IlpemapaT cHHM’KaeT COKDATHTENbHYIO CIOCOGHOOTH
MHoOKap/a, yXyAuaeT GpyHKIHIO IPOBOANMOCTH, MOXeT MpH-
BecTH K OpoHxocmnasmy. Kpome Toro, B €ro MoJIEKyJy BXOAHT
{101, YTO MOKeT BbI3BATh TUPEOMAHBIN 3(hdeKT, ONUCAHBI I'H-
[0- M TMIepTHpeo3bl, oOyclOBJIeHHble NMPUMeHeHUeM Kopja-
pona. Koprapon HasgHauaercs B cyTounoi gose 10 Mr/kr mac-
cbl Tesia B 3—4 mpuema (ot 200 go 600 mr B cytkn). Kype ie-
yeHus A5 geTeif — oT 2 Hefesb [0 2 MecsIeB.

Comanona (comanerc) adpeKTHBEH NPH HALKEeNYAOIKOBBIX
M JKeJyJOYKOBBIX 9KCTPACHCTOJNAX, MNPUCTYNax MapoKcHa-
MaJNbHOI TAXMKADANM, MEPUAHMU M TPeNeTAHHH TpPescepAni.
Mcnonbayercst IPH JledeHUN GOJIBHBIX ¢ ADUTMUAMH Ha (oHe
CHHPOMOB TpefBO36Y KAeHUA KenyAoukoB. JIMIIeH MHOTHX
no6ounsix adpexToB Kopaapona. Hasrnauaercsd BHYTPb IO
40 mr 2-3 pasa B JeHb. BHYTpMBEeHHO BBOJAMTCA B J03aX OT
0,2 o 1,5 Mr/Kr mMaccel Tejla Ha BBeleHHe.

IV knacc. Brmouaer usonmun (@unonmuk, éepana-
mun) U duamuasem. ITO AHTATOHUCTBI KAJIbIUA, OHU B6JIOKH-
PYIOT BXOJ KaJIbIlUA B MHOLMUT ¥ 3a/IePXKHBAIOT B Hell KaJIWii,
okasplBaloT HeBosbiloe [-afpeHOGIOKHpYIONlee ¥ KOPOHApo-
pacmupsiolee JeiicTsue. Ilpenaparsl MaJTOTOKCHYHEI.

H3onmurn MHUPOKO MCIOJb3yeTcs B NeAHATPHM NPH Hax-
JKeJTY/I0YKOBBIX OKCTPacUCTOJAX, HaJ»KeJyJ04KOBOH mapo-
KCH3MaJbHONH TAXMKApAWHM, YCKOPEHHBIX MpPeJCepAHbIX PHUT-
Max, MepUaHHHM H TperneTaHHH npeacepauii. HexxkenaTeapHo
ero mpuMMeHeHMe IpPH CHHIpOME WPW. Hasuauaercss B A03e
or 40 1o 100 Mr B cyTku B 3—4 mpuema (10 2 MI/KI Macchl
rena B cyrku). Kype sevenns — 2-3 Helenu. BHyTpHBeHHO
peoguTesi ua pacdera 0,12 mMr/kr Ha BBeleHuHe (or 0,2 no
2 mn 0,25% pacrBopa). BHyTpUBeHHOe CTPYHHOe BBeJleHHe
usontuna addexrnsao B 90% ciaydaeB M1 KYyNHPOBAHUA
NPUCTYNOB MpeAcepAHBIX TaXHKapAUil. Kpome ToOro, M30NTHH
M AMJITHA3EM HASHAUAIOTCH AETAM A7l NPOQUIAKTHKH PerH-
JIMBOB BO3BPATHBIX CYNpPaBeHTPHKYJIAPHBIX TaXUKapAui B
[OJIOBMHHOI Jo3e B TeueHne 1—2 MecsiueB. E

K nobounsiM addexkraM IpenapaToB OTHOCATCH Gpagu-
apurmusa, AB Gnokaxer I-II cremenu, rUmOTeH3NS, roJIOBO-
kpyxenne. He cieiyer uX HasHauaTh NPU HAJIMIHH CepAet-
HOW HeJZ0CTATOUHOCTH.
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HyXHO NOMHHUTb, YTO IJHTeJ]bHOe Ha3HaueHHe J060ro
AHTMAPUTMHUYECKOrO IpemapaTa B JE€TCKOM BO3DacTe MOJKeT
peizBaTh MKJI. IloMmuMo 3TOrO, MpakTH4YeCKH KaXKAbl¥ U3 aH-
THAPUTMHYECKUX IPENapaToB MOJKeT BBISHIBATH NPOAPUTMH-
yeckuit adeKT, 0cobeHHO HPU AJIUTEIbHOM NMpUMeHeHUH. B
CBASH C 9TUM IPOJOJYKUTENBHOCTh JIeUeHUs He JOJKHA IIpe-
BBIIIATHL 2 MecsilleB, a cpegHUUl Kypc — 2 Hegmenu. Eciam Her
addekra or Tepanuu B TedyeHne 2—3 CYTOK, HEOOXOAMMO cMe-
HUTH O3y MU Ipemapar.

HAPYIIEHUSA ®YHKIIHH ABTOMATH3MA

Hapymenusi GyHKIUY aBTOMaTH3Ma NPOSABIAOTCA JTH60 B
H3MeHeHUH KOJIMYeCTBA U DeryJspHOCTH MMIIYJbCOB, HCXO-
AAOMX M3 TelicMeKepoB CHHYCOBOro Yyana (HOMOTOMHBIH
puTM), JUGO BOAUTENSMHM PHUTMAa CTAHOBATCA HMKeJexkaliue
neiicMeKepbl IPOBOZHMKOBOH CcHCTeMBl cepjla (reTeporor-
HbIe PUTMBEI).

HomoTonusie HapyMIeHHsA PUTMA

CunycoBasi TaxXMKapAus, HJIH YCKOPEHHBIH CHHYCOBBIH
purm. Ilox cunycoBoit Taxuxapauneit (CT) moHumMaloT yBesnu-
yerue YCC B 1 MHMH IO CPABHEHHUIO C BO3PACTHOH HOPMOIi,
NPy 9TOM BOAUTEJEM pPHTMa SBJSETCS CHHYCOBBIH (CHHO-
aTpHaJIbHBIN) y3el. AYCKYJbTATHBHO CJIBIIIEH YaCThI PHUTM
npU COXPaHEHHON Mesoguu cepaua. Kak mpaBuio, meTu »xa-
106 He npeabsBiasanT. Tem He Menee CT HebraronmpusaTHO
BJIMseT Ha obIIYyI0 ¥ cepAeYyHYI0 reMOAMHAMHKY: YKOpauMBa-
eTcA auacTosia (cepAle Majo OTAbIXaeT), CHHI)KaeTcs cepjeu-
HbIil BbIOpOC, MOBBIIIAETCS MOTPeOHOCTL MHOKApAa B KHCJO-
poxe. Bricokasi creleHb TaXMKapAuK HeGIaronpuaTHO geifct-
ByeT M Ha KopoHapHoe KpoBoobpamienue. Ha DKI' npu CT
npucyTeTByIOT Bee 3y6usl (P, Q, R, S, T), Ho ykopoyeHa mpo-
JIOJI>KUTEJIBHOCTh CepAeYyHOro MHUKJA 3a CYeT AUACTOJIMYeCcKOi
nayasl (cermenta TP) (puc. 13).

ITpuunnabl BosHMKHOBeHMss CT pasHooGpasHbl. ¥ gereit
IIKOJILHOrO Bo3dpacra Hambosee yactoit npnuyuHoi CT sBiser-
csa CB/] ¢ cumnmarukoroHueii, npu arom Ha OKI nmosiBisiercs
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Puc. 13. Yckopennstit cunycossiii put™, YCC — 120
B 1 mun. 9KI manpuuka 10 et

CriasKeHHBIH MM oTpHUATenbHBIH 3yben T, KOTOPHI# HOpMa-
Jmayercs TMocie mpueMa P-afpeHOGIOKATAPOB (MOJIOXKHUTENb-
Hasi obaupaHoBas mpoba). Purupnas CT MoxkeT 6BITH OXHUM
U3 cuMnToMoB THpeorTokcukosa. CT Habmiogaercss mpH apTe-
pHAJBHOM THIOTEH3WH, Kele3oneDUIUTHON aHEMMH, HbIXa-
TeNbHON TMIIOKCHHM, TJle OHA HOCHT KOMIIEHCATOPHBIA Xapak-
rep. TaXMKapIus MokeT ObITH OBYCJIOBJIeHA JMXODPAAKOH H
HHTOKCHKALMeil mpu Jo6oM HHDEKIMOHHOM 3a60/eBaHMH.
CT Takye CIYKUT OAHUM M3 NPOSABJIEHHH MHOKAPAUTA, MK
U ceplieuHoil HeJOCTATOYHOCTH. PefKo BCTpedaeTcd KOHCTH-
TynMoHanbHasA, uiu HacaeacrsenHas, CT.

TakTuKa Bpadya [AOJUKHA ONpeJENAThCA NPUYNHOM, BEI-
spapieit CT. Ilpu CBIl ¢ cMMIDATHKOTOHHeH NPUMEHSIOT ce-
JATHBHBIE CpeACTBa (K0pEA.NON, 6ANEPUAHA, MA3ENnAM), BJeK-
TpocoH, B-axpenobiokarops! (undepan, AHANPULUH, o63udar)
B HeBonpmKX no3ax (20-40 Mr B cyrku) uiau usonmun. Ilpu
muokapauTax ¢ CT, IOMHMO MPOTHBOBOCIANMTEJIBHEIX CPEACTB,
OKA3aHB! Npenapathl Kanns (acnapkam, naHaHzuh), KOKap-
Gorcunasa. Tlpy HaaM4YMM ceplevHOH HeJOCTATOYHOCTH IpPH-
MeHSIOTCSl cepjieuHble TIMKOSHABI. B OCTANBHBIX CHydasx
TpebyeTcsl JledeHHEe OCHOBHOTO 3abosieBaHUs (aHEMHMH, apre-
pHAJbHOI THIOTEH3NH, THPEOTOKCHKO3a H AP.)-

Cunycosas GpaqMKapaus, HIH 3aMeJIeHHbIH CHHYCOBBIH
purm. CnrycoBas 6pagnKapaus (CB) BeIpakaeTcsi B 3aMejye-
HUM CepAeYHOr0 PUTMA MO CPABHEHHIO C BO3PACTHOMN HOPMOIf,
npu 9TOM BOJMTeNeM pPHTMA SBJAETCH CHHYCOBBIN y3el.
OB6BLIYHO JETH KaJod He NpPeAbABJIAIT, NPH BeipaxkeHHoit CB
MOrYT MepHOAMYECKH MOABIATHCA CJIaboCTh, TOJNOBOKPYXKe-
Hue. AYCKYJBTATHBHO MeJIOAMA CepAla coXpaHseTcd, NPH
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aTOM Y/JIMHeHHI mayshkl MexkAy ToHamu. Ha OKT npucyTcTBy-
T Bce 3yOubl, yAJNMHEeHa AUACTOJMYeCKas maysa (puc. 14).
Vmepennas CB reMoguHAMHUeCKMX HapyUIeHHH He BbI3bIBa-
er. Boipaxxennas CB, mpu Koropoit YCC ymeHbIIeHa IO
CpPaBHEHHMIO C BO3PACTHOH HOPMOi 6osnee uem B 1,5 pasa, co-
poBOXK/aeTcA yBeJuYeHMeM YAapHOro obbkema cepAuna, Mo-
sKeT NPUBOJAMTH K CHCTOJNMYECKOH Ieperpyske u jfaxe K JH-
JIATAUME JKeJTYLO4YKOB. IIpM BBIDAXKeHHOMH CB KJIMHMYECKH
MoryT HabJiofaThesl NEePHOAMYECKHe TOJOBOKPYXKEHHSA U 06-
Mopoku. B jieTckoM Bo3pacTe B OCHOBHOM BCTpeYaercs yMe-
pernas CB.

Ilpuuuesl BosHMKHOBeHUs CB MHOroo6pasHsl. Puauoo-
ruveckas GpaguKapAds BCTpedaeTcs y TPeHUPOBAHHBIX JIO-
neii, conopremeHos, Bo Bpems cHa. HanGosee yacTod NpHYH-
Hoit CB y gereii mxonbHOro Bospacra siBisercs CBJL ¢ Baro-
ToHHeil, YTO IOATBepsKAaeTcs PYHKIUOHAIBHOIM npoboit 9KT
¢ amponunom. CB Moxer 6bITb NPOABIEHHEM MHOKADAUTA H
MK]I. 3aaunTenbHOe ype)KeHHe PHUTMa cepAna "abionaercs
y JeTeit MpW MHINEBBIX M JeKaPCTBEHHBIX OTPABJIEHUAX HIH
mepeo3UPOBKe PAAA MeIUKAMEHTOB: CepPleUHbIX IIUKO3HUIOB,
TUIOTEH3NBHBIX CpefiCcTB, npenapaTon KaJud, B-
ajpenobiokaropoB. Bripaxennas CB moxer OBITH NPOABJIEHU-
eM cmHApoMa ciaBoctd cuHycoBoro yana. IIpu mopaxkeHuH
I[HC (MeHMHroaHIeQAIUTE, ONMYXOJH MO3ra, KPOBOMBIMA-
HUA B Mo3r) TakKe HaGmogaercs CB.

Puc. 14. DKI' maabuuka 12 net ¢ CBJl. 3aMe/uieHHbI CHHYCOBBII
put™ (UCC - 55 B 1 mMun)

Taxtuka spaua npu CB ompegensiercs ee mpuuuHoit. [le-
TAM C BBIPAYKeHHON BArOTOHHMeil HA3HAYAIOT IIpenaparsl,
CHMPKAIOIIMe AKTHBHOCTH Baryca (amuiun, 6eaiamamunan o
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Puc. 15. KT manpuuxa 11 ner. HeperynispHblil CHHYCOBBI# PHTM

1-2 Mr 3-4 pasa B leHb), a TaK)Ke HACMOIKY 3/1eymepoKoK-
xa nau xenvbuiena. IIpu JeKapcTBeHHBIX OTPABJIEHMAX MPH-
MeHSI0T COOTBETCTBYIOIMe aHTHJOThHI: IPH OTPABJIeHHH cep-
JleUHBIMH TJIMKO3UAAMHM — YHUMUOL, TPA Tepe/lo3UpPOBKe Ka-
JIUs — npenapambl Kaibyus. B ocTANBHBIX clydasx Tpebyer-
csi JledeHHe OCHOBHOro 3ab6osieBaHMsA.

CunycoBasi ApHTMHS, HJIH HePeryJIsTpHbIH CHHYCOBBIH PHTM.
Ilpu aroM HapylIeHHMH PHTMA CHHYCOBEI y3es BhIpabaThiBaeT
2JIeKTpUYecKHe HMITYJIbChl  HeperyJsspHo. AycKyJIBTATHBHO
CJILIMIEBI PA3HbIE MO MPOJIOJDKHTENLHOCTH May3bl MEXIy TOHA-
mu. Ha DKI' BugHB HeOAWHAKOBBIE AMACTOJIMYECKHE MNay3bl
(cermenThl TP) U COOTBeTCTBEHHO Pa3JMvIHbIE HHTEPBAJIBI R-R,
oTJHMualoLecs APYr oT Apyra Gojiee ueM Ha 0,1 c (puc. 15).

HeperyasipHass paGoTa CHHYCOBOTO neiicMeKkepa MOXKeT
6LITh BBLI3GBAHA €ro MOpakKeHHeM BOCHAJIMTEJbHBIM HJIH JHC-
Tpod)MUecKHM MpoueccoM (MHOKAPAHT, MK]I). BripaxxeHHas
GpaguapuTMus  Habmojaerca  OpH 1 craguu CHHApOMA
caboCTH CHHYCOBOrO yazna. Y JeTeil MIKOJNBHOTO BO3pacra
Haubosee YacTOW NPUYMHONW BO3HHKHOBEHHUS CHHYCOBOMH
apurmuu spiasierca CBIl. Ilpu aToM BHIABJIAETCA BEIpayKeH-
Has AbIXaTejbHas apuTMuA (Ha BAOXe PUTM ydallaeTcd, Ha
BBIJIOXE 3aMejJIseTcs).

CrelMabHOTO JiedeHUsl CHHYCOBOH ADHTMHH HeT. Heo6-
XOAMMO JiedeHHe OCHOBHOTO 3a60/IeBAHMA.

IeTepoTONHBbIE HAPYIIEHHS PHTMA

Ilpencepausie putMel. Mexomar u3 neiicMeKepoB, KOTO-
phble PACIOJIOMKEHB! B MPOBOAHMKOBBIX IyTAX npeAcepAmii.
IMosBAsIOTCA B TOM Cclydae, ecid ILJIOXO paGoraioT nelicMe-
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Kepsl CHHYCOBOTO yaja. Y JeTeil 4acToil MPHUYMHON BOBHHK-
HOBeHMA TAKMX APUTMHUMN fABJIseTcs HapyllleHHe BereTaTHs-
HOMl oBecrmeyeHHOCTH cuHYcoBoro yaua. Hepenko maGmiogaior-
cs pasiMuHBIe TpeicepAHble pUuTMBI ¥ Aeteit ¢ CBI. Oxnako
CHM)KeHHe aKTUBHOCTHM aBTOMATH3Ma CHHYCOBOTO y3Jla MOXKeT
OPOMCXOAMTH M TPH BOCHAJUTENbHbIX HU3MEHEHHSX B MMO-
kapae, 1 npu MKJI. OxHoit M3 NPUYMH NpPeACepAHbIX PUTMOB
MoKeT ObITh HapyllleHHe NUTAHUS CHHYCOBOTO y3aJa (CyieHHe
nuTaeil apTepuH, ee CKJIepos).

Cy6beKTUBHBIX OIIYIIEeHUH NpeAcepAHble PUTMbI He BbI-
3bIBAIOT. AYCKYJIbTATUBHBIX KDHUTEepHEeB 3TO HapylleHHe PHT-
Ma TaksKe He MMeeT, KpoMe HeGOJIBIIOro ero 3aMe/lJIeHUsl, UTO
YacTo OCTaeTcs He3aMedeHHbIM. J[MarHo3 cTaBUTCA UCKIIOYH-
TeJbHO MO BJIEKTPOKApAMOrpadu4ecKUM HaHHBIM. OJIEKTPO-
kapauorpadu4eCKMMH KDUTepUAMH IpeJCepAHBIX PHTMOB
ABJIAIOTCA U3MeHeHHe Mopdosoruu 3ybna P u orHOCHTeNbHASA
6pagukapausi. Pasnn4aloT BepXHe-, cpeJHe- M HHIKHeINpe.-
cepiHble PUTMBI. IIpH BepxHempeicepAHOM puTme 3ybeun P
YMeHbIIeHHBI ¥ NPHOIMIKeHHBIH K >KeJyAOUYKOBOMY KOM-
IJIeKcy, IPU cpefHENpejCepPAHOM — YIJIOIEHHBIH HJIH JBYX-
dasHBI, a IpH HUIXKHENPeACEPAHOM — OTPHIATEeNbHBIH BO
MHOTMX OTBefeHHAX (peTporpajHoe NpoBefeHHe MMIYJIbca K
npeacepausim). IIpu arom 3yGen P Bcerna pacrosioxkeH nepej
kommiekcom QRS (puc. 16).

Crnenududeckoro sedeHus: HeT. B 3aBUCHMOCTH OT NPUYH-
Hbl, BbI3BaBIIell CMelleHWe HCTOYHHKA DHTMa, IIPOBOAUTCA
COOTBETCTBYIOILI|asi Tepamusa: HA3HAYAIOTCA MOPOTHBOBOCIAJIH-
TeNbHBIE CpeACTBa IPH KapAuTe, KapAHOTpPoQHble — IPH
MK]JI 1 KoppeKknus BereTaTHBHBIX paccrtpoiicT mpu CBJI.

Murpamusi HMCTOYHHKA (BoguTens) puTma. BosHukaer
BeJIe/ICTBHe ocsiabiieHusl AesATe]bHOCTH NelicMeKepa CHHYCOBOTO
y3Ja M HaJMYHSA MEeXaHH3Ma PHeHTPU (KPYroBOTo ABHIKEHHS
BOJIHBI BO30OyskjeHus). Jlio6oil mnpejacepAHBI DPHTM MOXKeT
CMeHHUTbCA MHUrpanueil Bogutenss purma. O6bIYHO CyOBeKTHB-
HBIX ¥ KJUHHYECKHX NpOsiBJeHUH HeT. JlMar€os craBuTCA Ha
ocopanun OKI. OiekTpokapauorpadguuecKuM KpHTepHeM
sABNsieTcA M3MeHeHHe Mopdosornu 3ybua P B pasHBIX cepaeu-
HBIX IUKJAX B Ipejesax ogHOro orsefaeHus, IIpu sTom BHA-
HO, YTO MCTOYHMKOM PHTMa IIOOYepeXHO BBICTYNAIOT Pa3Hble
melicMeKephl, pPacmoJioXKeHHble TO B CHHYCOBOM y3Je, TO B
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Puc. 16. Huxnenpe/cepJAHbIA PATM (oTpunaTenbHBIH 3yber P nepen
JKeTYIOUKOBEIM KOMILUTEKCOM) y Majpuuka 5 Jier Ha doHe TeKymero

THYECKOro pAHTA

P

I

Puc. 17. Murpanus ucToYHWKa puTMa (pasHas mopdonorus 3ybéua P,

PACTIONIOKEHHOrO Tepejl KOMIUIEKCOM QRS) y pebenka 5 ner Ha QoHe

HepeBMATHYECKOTO MHOKAPAHTA (9KT' B sUHAMHKe Y TOTO JKe MAJbYHKa,
4yTo 1 Ha puc. 16)

pasiIM4YHBIX OTAeNax npescepauit: 3yben P To mOJIOMKHTEND-
HBIH, TO YIJIOLeHHbIH, TO oTpuuaTeIbHBIN B INpejesax OfHO-
ro M TOrO Ke OTBeJeHHs, a WHTepBaJbl R-R HeoAWHaKOBLIE
(puc. 17).

Murpanus MCTOYHHKA PUTMA YacTO BCTpeUaercd y feTei ¢
CBJI. Ona MoxkeT HabIOAATbCS IPU MK]I, kapauTe, a TaKxe
y JleTeii ¢ MATOJIOTMYECKUM CIOPTHBHEIM cepaneM.

B JleueHuMM MCIOJB3yIOTCA KaPAuoTpodHBIE CDEACTBA
(nananzumn, pubOKCUH, AHMUOKCUOAHMHbLL KOMNILEKC, KO-
kap6okcunaia). IIpoBouTCA Tepamus ocHoBHOro 3abojesa-
HUSA.

PHTM aTpHOBEHTPHKYJISPHOTO COCHHEHHI. 9To0 JOBOJBLHO
cepbedHOe HapylleHHe pHTMa, CBASAHHOE C yrHeTeHHeM
neiicMeKepoB CHHYCOBOTO y3Jja ¥ npeacepAMit U, BO3MOXHO, C
HapyllleHMeM I[pOBeJieHNns MMIyJbca Mo npexcepausaM. He-
TOUHMKOM PHUTMa IIpU ITOM ABJAIOTCA neiicMeKephl, pacIo-
JloyKeHHBIe B HIDKHeil Tperd AB ysna i B BEPXHEM oTzene
crBosia my4yka I'uca.

Cy6beKTHBHBIX nposiBieHUi aTa APUTMHA Y nereit 0GBIYHO
He BbI3bIBAeT. AYCKYJBTATHBHO CJIBILIHA, KAk NMPABHJIO, 6pa-
ankapaus (axTusHEOCTH AB neiicMeKepoB HUXKe, YeM CHHYCO-
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Puc. 18. Putm AB coeannenusi (orcytersyer 3y6Gen P) y nesoukm 14 yer c
TsKeNbIM OTPABJIeHHeM ANTOKCHHOM. BujHa Takyke AempeccHs CerMeHTa
ST n ay6ua T

Beix). JlMarHo3 cTaBHTCS IIO BJIEKTPOKapAHOrpaduuecKuM
kpurepusiMm. Ha OKI' puxcupyercs saMe[jieHHe PUTMa, & 3y-
6er, P nm6o BoobGIe oTcyTcTBYeT (BOoJHA BO3OY:KAEHUS He JO-
XOMMT [0 Tpejicepiuii), 160 OTPUIATENbHBIA U PACIOJIOXKeH
mocie kommiekca QRS nepep 3y6mom T.

Mp! Habmoganu putM AB coefnHeHHsA y fleTell ¢ TAMXKeJNbl-
MU KapAuTaM¥ (BPOKJEHHBIMM M NPHOOPETEHHBIMHU) M C Je-
KAPCTBEHHBLIMHM OTPABJIEHUSMHU CepPAeYHBIMH IJIMKOSMIAMH H
aHTHAPHUTMUYECKUMHU npenapatamu (puc. 18).

B JledeHUM TNPUMEHSIOTCS IPOTHBOBOCHMAJIUTENbHbIE U
KapAuoTpodHble CcpeJcTBa, NPH OTPaBJIEHUAX — AHTHAOTHI,
neauHTOKCUKanusA. [Ipy 9TOM HapyIIeHUH PUTMa MPOTHBOIO-
KasaHbBl Ipenapatsl Kaaus, [3-aJpeH0GJIOKATOpPBI, CepAevYHble
[JIMKO3UABI, T. €. CPeJCcTBa, yrHeTawlue NeiicMeKepHYIO akK-
THBHOCTb M TIPOBOJHHMKOBbIe KJeTKH. IIpM pe3ko BbIpaXkeH-
HOlt 6pajgMKapAMM U HAPYIIeHWH TeMOAMHAMUKH MOXKeT
BCTATH BONMPOC 06 MCKYCCTBEHHOM BOAMTeJe PUTMA.

HanoBeHTPHKYIAPHEIL (KenynoukoBsii) paTm. O6bru-
HOo HabuogaeTca B TePMHHAJIbHBIX COCTOSSHHAX, KOrja He
paboTaloT meiicMeKephl BBINIeNeXKAaN[HX OTAEJOB IPOBOA-
HUKOBOW CHCTeMBI M MMIYJbChl BOBHMKAIOT B objacTu Je-
BOTO MJIM NPaBOro JKeJygouka. IIpu aToM PUTM pe3Ko 3a-
memseHHbiit — 20—-40 ynapos B Munyty, Ha OKI' orcyTrcTByer
aybern P (MMIysbc He QOXOAMT [0 MpeJcepAuii), a yKeJyxou-
KOBBIe KOMIIJIEKCHI 1ed)OpMHPOBAHBI M YIIHpeHb! (HeoGpluHOE
pacnpocTpaHeHHe BOJHbI BO3OYKIEHHS II0 JKeJlylAouKam).
W aMOBeHTPUKYJISAPHBIN PHUTM BCTpedaeTcs MNPU TSMKeJBIX
BOCIIAJIMTEJIbHBIX M TOKCHMYECKHMX IOpa)kKeHHMAX MHOKapja,
npu uHQapkTe MHoKapAa. CracT KM3Hb MOXKET TOJIBKO HC-
KYCCTBeHHBIII BOIUTENb PHTMA.
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HAPYIIEHUA ®YHKIIAHA BO3BYTHMOCTH

K mapymerusM GYHKIUK BO3OYAMMOCTH OTHOCHTCS IpyIl-
na 3KTONMUYECKUX APUTMHH, B BOSHMKHOBEHHH KOTOPBIX OC-
HOBHYIO POJIb UIPAlOT SKTOMMYECKHe MeficMeKepsbl, pacIoJo-
JKeHHBIE BHEe CHHYCOBOTO yaja U objajaiommue GONbIIOH aJIeK-
TpuYecKoil aKTHBHOCTHIO. Ilof BANAHNEM Pa3IMYHBIX NPHIAH
IKTONMUECKHe OYATM AKTHMBUBHPYIOTCH, MOAABJIAIOT CHHYCO-
Bblil y3eJl M CTAHOBATCHA BPeMEHHBIMHM BOAUTEJNSMH PHTMA.
Kpome Toro, B MexaHN3Me pPa3BUTHA dKTONMIECKUX apUTMH#I
Ipu3HAeTCS NPUHIMI PHEHTPH, WJIH Kpyrosoe IBHXKEHHE
BoJIH BO36ykaeHus. Ilo-BUAUMOMY, Takoil MeXaHH3M JeHcT-
ByeT y AeTeil ¢ CHHIPOMOM AMCILIA3HHU COeIMHUTEILHON TKa-
uu cepana (JCTC). Cungpom JCTC BkiiodaerT B cebsa cie-
AyIOl[Me aHOMAJMH: JOMOJHUTEIbHbIE XOP/ABl B JIEBOM JKesy-
NouKe, MepBHUHBIE IPOJANCH KJANaHOB C MUKCOMATOSHBIMH
H3MeHeHHSIMH CTBOPOK, AHEeBpH3MaTHYeCKHe PpacIIMpPeHH:
eperopojloK, OTKPhITOe OBaJbHOE OKHO, & TaKXKe JOIOJHH-
TesbHbIE POBOJHUKOBEIE MYTH. ¥ AeTell CHHAPOM HOCTC uac-
TO coueTaeTcsi ¢ OOIMM CHHADPOMOM JHMCIJIA3HH COEAWHH-
TeJbHON TKAHM, KOTOPBIM MOXKeT MPOSBJIATHCHA MJIOCKOCTONH-
eM, CKOJHO30M, MOBBLIIICHHOH PACTAXKHMOCTBIO KOXH, pas-
60JITAHHOCTHIO CYCTABOB, 6JIM30PYKOCTHIO.

K OKTONHYEeCKMM AapUTMHSAM OTHOCAT 9KCTPACHCTOJIHIO,
NapacHCTONNI0, MAPOKCH3MAJIbHYI0 H HeNApPOKCH3MAJIBHYIO
TaXMKAP/AMIO, MepIlaHHue U TpelneTaHue npejcepauii.

-

JKCTPACHCTONHSA

DKCTPACHCTONNA — TpeXkJeBpeMeHHoe B0o30y»K/JeHHe H CO-
KpalleHne MHOKapAa IOX BoafeiicTBHEM OKTONHYECKHX
neiicMeKepoB, KOTOpoe IIPOMCXOAMT HAa ¢oHe CHHYCOBOTO
puTMa. DTo caMoe UacToe HapylleHHe PHUTMA CepAna cpeau
SKTONMHMYECKMX APUTMHUI. B 3aBHCHMOCTH OT MecTa paclo-
JIO’KeHHS OKTONHMYECKOro ovara pasjudvaioT NpejcepAHbIe,
ATPHOBEHTPUKY/IAPHbIE H JKeJNyA04YKOBEIE 9KCTPACHCTOJIBL.
IIpu HAJNYAH OLHOTO IKTONHYECKOro meiicMeKkepa 9KcTpa-
CHCTOJIbI SIBJSIIOTCS MOHOTONHBLIMH, IpH 2 u Gojee — MOJIATON-
HpIMH. ['PYNIOBBIMH HA3bIBAIOTCH 2-3 nopapsAx MAyIIHe SKCTpa-
CUCTOJIBI.
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YacTo ZeTH He OL[YL[AIOT 9KCTPACHCTOJIMIO, HO HEKOTOPEIE
MOTyYT JKajioBaThes HAa «Nepefou» MJIM «3aMHDaHMA» B CepA-
me. AYCKYJbTATHBHO CJIBIIIHBI IIPe)XJIeBPeMEeHHBIH TOH M
nayaa mocjie Hero. IIocTaBUTh TOYHBIN AMArHO3 9KCTPACHCTO-
auu MoykHO Tonbko no OKI'. OCHOBHBIMM 2JIeKTPOKapAHorpa-
(dUUeCKUMHM KPUTEPUAMH SBJIAITCS YKOpOYeHHe IHaCTOJIbI
mepesi dKCTPACHCTOJIOH ¥ KOMIIeHCATOPHAs Iaysa IocJe Hee.
@®opMa 9KTONHIECKOTO KOMIJIEKCa 3aBUCUT OT MeCTa BOZHUK-
HOBEHHMS 9KCTPACHCTOJBI. B PefKUX ciIydasx, 0COGeHHO ecsn
SKCTPACUCTONUSA TMOsBIsAETCA Ha (poHE BBIPAYKeHHON 6panu-
Kapauu, HabjOfaeTcs TAK Ha3blBaeMas 6CMABOYHAA, WA
UHMepnonUPOGARHAR, DKCTPACHCTONA, T. €. BCTABJIEHHA:
Me)KIy HODMAJIBLHBIMHM KOMILIeKcaMH, Ge3 KOMIeHCaTOPHOM
nmaysel. 9TO BO3MOYKHO, KOTJa OYepeJHOil HMIYJIbC 3acTaer
cepAre y»Ke BBIIIEJIIMM M3 pedpaxTepHOro IepHona, oby-
CJIOBJIEHHOTO 9KCTPACHCTOJION.

B 3aBHCMMOCTH OT BpPeMeHH BO3HMKHOBEHMs pasHyaioT
nosdnue, pannue U céepxpannue dKcTpacucroibl. Ecan me-
peli SKTONMMYECKHM KOMIUIEKCOM ecTbh HeGOoNbIIoN OTpe3ok
JAMACTONBI, TO 9TO MO3AHAA dKcrpacucrona. Eean skcrpacuc-
ToJIa BO3HMKAET cpady ke mocie 3ybua T mpeabiayiiero Kom-
nJieKca, oHa cuuTaercs paHHeil. CBepxpaHHsAsA, WM 9KCTpa-
cucrona «R Ha T», mosBisercs Ha He3akoHueHHoM 3ybue T
npeAbIyIIero Kommiaekca. CBepXpaHHUe dKCTPACUCTOJIBI OUeHb
ONMAacHBbI, OHM MOTYT ObITH NPUYMHOIN BHE3ANHOH OCTAHOBKH
cep/illa ¥ CMepTH, 0co0eHHO NPH (HU3HYECKHX NeperpysKax.

Ha 9KT npu npedcepdnblx 5KCTPacUCTOJAX NPHCYTCTBYeT
ayben, P, HO ¢ M3MeHeHHOII Mopdosorueii: oH MOXeT OBITH
yYMeHBbIIeHHBIM (BepXHelpe/JcepAHAsA 3IKCTPACHCTONA), VIUIO-
[IeHHBIM (CpeJiHenpescepAHAs) MM OTPHIATENbHBIM (HHXKHE-
npescepaHas). JKelyIouKoBBIH KOMIUIEKC IPH JTOM, Kak
npaBuJjio, He ndMeHeH. MHora on GbiBaeT AeOPMHPOBAHHBIM
(a6eppaHTHBIH KOMILIEKC), eclH HapylleHa BHYTPHXKeJynou-
KOBasi MPOBOAMMOCTB. IIpeAcepaHasi 9KCTPACHCTONA MOXeT
6LITH 610KUPOGANNOL, DTO NPOMCXONUT, Korga Bo3byKaeHHe
OXBATHIBAET JIMIIbL NPeJCepAunsi, a HA KeJYJOUKH He pacrpo-
crpansiercsi. Ha OKI' B TakoMm ciyuyae perHcTpHMpyIOTCA TOJb-
KO OIMH Npex/JeBpeMeHHbIil 3yberny P u qanaHas maysa mocie
Hero (puc. 19). OTo XapaKTepHO /A O4eHb PAHHUX Ipejicepa-
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Puc. 20. BepxuempejcepAiHAA OSKCTPACHCTONA Y MAaJbYHKA

10 ner ¢ CBJl. 9kcrpacucrona (2-i KOMILIEKC) HauHHAeTCs

cpasy jke Iocjle OKOHYAHHSA ay6ua T (paHHAs), mocle Hee

MAeT KOMIIeHCATOPHAS may3a. 3ybeny P B akcTpacucrone

HEeCKOJIbKO BH/IOM3MeHeH

HBIX 9KCTPACHCTOJ, KOrJa NPOBOAHHKOBAsS CcHCTeMa xKey-
JIOYKOB eIle He BBIJIA M3 PedPAKTEPHOro MEpPHOAA. Broxu-
poBaHHBIE IpeJicepAHble IKCTPACHCTONBI MOTYT BO3HHUKATh U B
TOM cJiy4dae, ecJiH ecTh HAPYLIEeHHHA GyHKIOHUM OPOBOAMMOCTH
B obnactn AB coemunenus. Takue 9KCTPACHCTOJBI BCTpeva-
wores oberano npu MK mum kapmurax. Ha puc. 20 BupxHA
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Puc. 21. BerapouHasi aTPHOBEHTPHKYJISPHAS IKCTPACHC-

Tona (3-it xommiekce) y sesouxu 6 ner ¢ CBI. 3y6en P B

SKTOINHYECKOM KOMILIEKCe OTCYTCTBYET, & YKely/04KOBBIH

KOMIUIEKC HeCKOJIbKO M3MeHeH. DKCTPACHCTOJIa BCTABJIEHA

MeKAy ABYMs HOPMAJIBHBIMH KOMIUIEKCAMH, KOMIeHca-
TOpHAS 1ay3a OTCYTCTBYeT

paHHAA BepXHeNpeJCepAHAs JKCTPACHCTONA, 3adUKCHPOBAH-
HadA y pe6erka 10 ner ¢ CBJI.

Ilpu ampuoGenmpuKynAPHbLX IKCTPACKCTONAX OYar BO3-
GysxeHns (9KTONMMYECKHH IeiicMeKkep) PACHONIOMKEH B HHIXK-
Heit uacTn AB coegMHeHMs MJM B BepXHell dacTH cTBoOJIA
nyuxa 'mca, Tak Kak TOJBKO B 9THX OTAeJaX MMEKTCs KJeT-
ku aBromaTuaMa. Ilo dopme MoxkeT GBITH HECKOJIBKO BapHaH-
TOB ATPHOBEHTPHKYJISPHBIX dKcTpacucrol. Yale BCTPedaloT-
cA 9KcTpacucToNbl Ges 3ybma P ¢ MaJoM3MeHeHHBIM XKeJsy-
noukoBbIM KommuekcoM (pue. 21). Takas ¢dopma sKcTpacuc-
ToNBl GBIBaeT, eciM BO3Oy)KIAeHHEe OJHOBPEMEHHO MPHILIO K
npeAcepaMAM M dKedyA0YKaM MU Boobiie He JONLIO O Mpea-
cepAMii TP HAPYIIEHUM PeTPOrpajHOil HPOBOAMMOCTH A CO-
enuHeHusA. Eciu BosiHa BO3OYXJIeHHA CHavYaja OPHILIA K XKe-
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Puc. 22. AB akctpacuctona. OKT nesouxu 11 set ¢ CBJ

nyfoukam, a moToM k mpeficepauam, Ha OKI' perucrpupyercs
orpunaresabHbIH 3yben P, PACIIOJIOKEHHBIH MeXAY KOMILIeK-
com QRS u aybuom T, uim 3yben P Hacmourcsd Ha ayben, T
(puc. 22). AHOraa mpu aTpHOBEHTPHKYJIAPHBIX BKCTPACHCTO-
faX, KaK M TpH TpefcepAHBIX, MOxeT ObITh abeppaHTHBIN
kommieke QRST, 4To CBASBIBAIOT C HAPYIIeHHEM BHYTPHIKe-
JTYI0MKOBOM POBOAMMOCTH.

Ilpu sicenydouKo6bix IKCTPACHCTOAAX KTONMYECKHH ouar
pacmosioykeH B IPOBOXHUKOBON CHCTeMe MKeNyJO9IKOB. Insa
HuX xapakTepHs! orcyrcreue Ha OKI' ayGma P (uMnyinasc He
JIOXOAMT PeTPOrpajHO A0 NpefcepAuil) U BhIpaykeHHAd Je-
dopMamusa IKeJTyAO0YKOBOTO KOMIUIEKCa C JAHCKOPAHTHBIM
pacnonoxkenueM QRS u asy6uma T. Ilo DKI' MoxkHO ompeje-
JIATH, Te PACIONOXKeH dKTomHdYecKHil ouar. Jlns sroro Hyx-
HO 3a)MKCHPOBATH IKCTPACHCTOJBI B OTBEACHHAX V; u V.
IIpaBosKeTyfOYKOBble OKCTPACHCTOJNBI B OTBEJEHUH V; Ha-
npaBJeHBE! BHUS3, a B Vg — BBepX, T. e. B OTBEJIeHHH V; B 9Ke-
TpACHCTONIMYECKOM KOMIJIeKce HabJI0AaioTes yIIHpPEeHHBIH
ay6en, QS u monoxurensaeii 3yben T, a B oTBeeHHH Ve —
BBICOKMIl yImMpeHHBIH 3ybenm R u orpunarensHbii 3ybem T
(puc. 23).
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Puc. 23. Iloapusas OpaBoXKeay04KOBas 9KCTPACHCTOIA (2-1
koMmiwtekc) y fesouxn 10 get ¢ CBJl

JleBoXKeTyJOYKOBble IKCTPACHCTONBI B OTBEAEHUH V; Ha-
npaBJieHb! BBepX (MX HATpaBJieHHe BCerja W3MEHEeHO IO CpaB-
HeHMIO ¢ OCHOBHBIM CHHYCOBBIM KOMILIEKCOM), a B Vg — BHH3
(puc. 24).

IIpu sKcTpacHCTONMM Habiofaercss HebiarompuATHOE H3-
MeHeHHe TeMOJMHAMHKH: IepeJ 9KCTPACHCTOJIOH YyKopodeHa
auacTosia, cepAle Majo OTABIXAaeT, KpoMe TOro, YMeHbIIaeTcsd
ero ymapHbIii o6bem. IIpH paHHMX YacThIX (6osee 15 B
1 muH) aKcTpacHcToNaX, OCO0EHHO ’KeJNYAOYKOBBIX, cepAed-
HbIli BBIGpOC ModKeT cHMKaThest Ha 25%. HsBecTHO, 4TO
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OpH 4YacThIX 9KCTPacHC-
TOJIAX KOPOHADHBIA KpO-
BOTOK  MOJKeT  yMeHb-
martecss Ha 5-10%, a
NpU PAHHUX JKEIyAOoUKO-
V2 BeIX — Ha 20%.
IIporsocTHYecKH He-
61aronpUATHEIMA  CYH-
TAIOTCA  BKCTPACHCTOJBI
rpynmoBble, dYacTble, Ha
V3 doHe ymNMHEHHS HHTEp-
Bana Q-T, a Takyke paH-
Hue u cBepxpaHHHe. Oco-
6eHHO ONACHBI DaHHHe H
CBepXpaHHHE  JKeIyAod-
KOBble  OKCTPACHUCTOJBI.
Vs OHM [OJOKHBI INPHBIe-
KaTh ocoboe BHHMaHHe
nmefMaTPOB M JEeTCKHX
kapauopesmarosoros. Ha
Vs puc. 25 nokasaHa paH-
HAA TPaBOXKeJIyA0YKOBad
aKcTpacucToNa Y pebeHKa
¢ MK]I.
BO3HUKHOBEHHIO 9KC-

Ve
TPACcHCTONMM Y  JeTei
M/V cnocobeTByeT MHOTO (ak-
Puc. 24. JleBoxkenyaouKoBas IKCTpa- Topos. B miKxonkHOM Boa-
cucrona (2-# KOMIJIEKC) y MAaJb4HKa pacre IpeobIafaioT dKeT-
13 ner Ha ¢oHe HEPeBMATHUECKOTO pacHucTONbl, CBA3aHHBIE C
MHOKapAHTa BereTaTUBHBIMH HapyiIme-
guamu (60%). B ocHOB-
HOM 9TO II03/IHME MPAaBOXKeJyAO4YKOBbIE HJIA HaIXKeJyAodKo-
Bele (mpeJcepiHble W ATPHOBEHTPUKYJAPHbIE) SKCTPACHCTO-
ab1. Bee 9KCTPACHCTOJIbI BereTaTHBHOTO reHe3a MOXXHO pasje-
aute Ha Tpu Buaa. Yame (B 47,5% ciyuaes) BCTpedarTCs
TaK Ha3blBaeMble 6a203A6UCUMbLE DKCTPACUCTOJRI, oﬁycuon-
JIeHHble MOBBIILIEHHBIM BJINSHHEM 6ny>xnalou1ero HepBa Ha
MHUOKapA. O6BI9HO OHM BBICJYILIHUBAKTCA B MOJIOXKEHHH JIexxa
(MoryT GBITH UACTBIMH, B aJJIOPHTMe, TPYNIOBEIME), B BepTH-
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Puc. 25. Panane npaBoKeJy/l0uKOBble OKCTPACHCTONBL (6ureMHHMA)
y nesoukn 14 ner ¢ MKJ] Ha ¢oHe XPOHHYECKOro TOHIWJIHTA
u nambauosa

KATLHOM TOJOYKeHHH WX KOJIMYecTBO Pe3Ko yMeHBIaeTcsd,
nocie (uauUecKOll HATPY3KH OHH BPeMEHHO MCUe3aloT. IIocne
BBeJIeHUA AMPONUHA TOAKOMKHO (0,1 mn Ha 1 rox KuU3HH) Ta-
KMe 9KCTPACHCTOJNBI TAK)Ke BPEMEHHO MpPOMajaiorT (monmoxu-
TeJbHAS ATPONMHOBas Mpoba).

V uacru jgereit ¢ CBJIl ompeensiioTcsi CUMNAMUKO3AGU-
cuMble DKCTPACHCTOJIBI, CBA3AHHBIE C NOBBINIEHHEM AKTHBHO-
¢TM cHUMOATHYecKMX BiMsHMI Ha cepaue. Takue dKcrpacme-
ToBl uKcHpyOTCs Ha (oHe CHHYCOBOM TaXMKApIUH, OOBIU-
HO B TOJIOKEHHM CTOSl, B TOPH3OHTAJILHOM IOJIOKEHHH HX
KOJMMYecTBO yMeHbilaercs. IIpu 9TOM OTMeuaeTCs MOJIOMH-
rensHas npoba ¢ B-axpeHobroxaTopaMu: mocie Aauu o63uda-
na (ananpununa, undepana) B nose 0,5 MI'/KI Macchl depes
60 MHH KOJWYeCTBO KCTPACHCTOJ Pe3KO YMeHbIlaeTcs HiH
oHM Boo6IIe BpeMEeHHO HCYe3aioT.
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Ilpumepro B 30% ciydaeB HaGIIONAIOTCA COYEMAHHO3A-
éucuMmble IKCTPACHCTOJBI, B OCHOBHOM Y JeTeif cO cMemaH-
Hoit ¢opmoit CBJI unu ¢ MK]I. Takue aKCTPacHCTOJBLI MOTYT
BeICcTymuBaThesd U (urcupoBaThes Ha OKI' HesaBmcuMo oT
MoJIOYKeHUsA NanueHTa ¥ (uauyeckoil Harpysku. Ilepmommdue-
CKHM OHU CTAHOBATCS MOXOXXKMMH TO Ha Baro3aBHCHMbIe, TO Ha
CHMIIATHKO3aBUCHMBbIE 9KCTPACHCTOJIBI.

MK]I, cBa3aHHAsA ¢ oyaraMi XPOHHMYeCKOH MHMEeKIUH HIH
CIIOPTUBHBIMM Teperpy3KaMu, TaKye MOXKeT CTATh MPUUMHON
BOBHMKHOBEHHMS 3KCTPACHCTOJNUHU. Y JeTeil paHHero Bo3pacTa
9KCTPACHCTOJIMA MOMKeT ObITh MPOSABJIEeHHEM MO3THEro BPOIK-
neHHOro KapauTa. IIpuo6peTeHHBIe KAPAUTHI, AHJATAIMOHHAS
KapAMOMHUONATHS, BPOXKAEHHBIE IIOPOKH CepAla HepeiKo oc-
JIOYKHAIOTCA OKCTPACHCTONIMEN, 4YacTO JIeBOXKENYJOUKOBOM.
VI3BeCTHBI 3KCTPACHCTOJIBI MEXaHHYECKOrO XapakKTepa: mocie
omepanuii Ha cepAlle, TPaBM cepAna, aHTHOKapauorpaduwu,
KaTeTepH3aNMH. DKCTPACHCTONNSA YACTO BEIABJIAETCA Yy AeTei
¢ Aucnyasueil coeJMHUTEJLHOW TKAHM cepAna B BHJe AONOJ-
HUTeJbHBIX NPOBOAHUKOBBIX IyTeil, MOMOJHHUTENbHBIX XOPA
JIeBOTO KeJIyA0YKa M MPOJIANICOB KJIalaHOB.

JleueHne aeTeil ¢ dKCTpacHCTOJMeH — O4YeHb TPYyAHAsA 3a-
nada. Yrobel momyuuTh 9d¢eKT OT TepamuH, HeoOXOXHMO
6oJIbIIOe MCKYCCTBO Bpaua. II0AX0A K JIeYeHHIO JOJXKeH ObITh
nuddepeHIHMPOBAHHBIM € YYeTOM NPHYMHBI BO3HHKHOBEHHSA
9KCTPACHCTOJINH, ee BH/a ¥ (GOPMBI.

Ilpu 6azo3asucumbix 9KCTPACHCTONAX NMOKasaHa dpu3MUe-
ckas peabunuranus B Bufe JI®PK u 103MpOBaHHEIX HArpy3okK
Ha Bejoapromerpe: 45 06/muH, or 0,5 xo 1 Br/Kr mMaccs! Tena
B Teuenue 5—10 mMuH, 3atem 1o 15—-20 MuH B AeHb. B Teuenne
2-3 HegeJ b HA3HAYAIOT NpemapaThl, CHHXKAIOIIWe BarycHble
BIMSHUSA, HAPDHMED AMU3UA WA Oearamamunan mo 1-2 mMr
3-4 pasa B feHb. IIpUMeHAIOT KaJbOUiicofeprKallue mnpena-
paTel — Kaavyus zauyepopocpam, sumamunvt Bs u Bys. Ec-
JIM BKCTPACHCTOJIBI MMO3JHHE, MOHOTONHbIE U eJHHHYHbIE, aH-
THApDHTMHYeCKHe CpeJcTBa He HY>XHBI. IIpn Hanmuuu Hebia-
FONPHATHBIX 9KCTPACHCTOJ NpenaparaMu BmiGopa ABIAITCH
amayu3un W IMMmO3uH. Y HHX NPAKTHYECKH OTCYTCTBYeT
Kap/AuoJienpeccuBHbIH 3¢ dekT, U OHH He YPeXKalT PUTM, UTO
BAYKHO TPH JledeHNH GONBHEIX ¢ BArO3aBHCHMBIMH 9KCTpacHc-
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ronamu. Ilepes mpUMeHeHHEM 3THX JIeKapcTB peKOMeH/lyeTcst
OPOBOAUTH OCTPBIH nexapcreerssiit Tect (OJIT): oxHOKPATHO
paerca 100-200 mr mpemapaTa, a Wepes 2-3 u cHMUMaeTcs
DKI; eciH KOJMYECTBO DKCTPACHCTON ymerbmuiock Ha 50%
u Gosee, TeCT CUMTAETCH MOJOXKHTEJNbHBIM, JedeHrne 6yzer
a(peKTHBHBIM.

JleTsIM ¢ CUMNAMUKO3AEUCUMBLMU 9KCTPACHCTOJIAMH Ha-
3HAYAKOT CeJlaATHBHBIE CPEeACTBa (6asepuana, nycmbolpHuK, ma-
senam ¥ Ip.), TpenapaThl KaJuf W Maraud (nananzun, ac-
napranm, mazrepom) B BOBPACTHBIX JOBMPOBKAX HA 2-3 nepge-
1. MOKHO MCIOJIb30BATEH dJIEKTPOCOH (5—17 ceancos). Iloka-
3aHbl P-a/ipeHOGIOKATOPRI, KOTOPbIE YKelaTeslbHO NpUMEeHSATh
noce OJIT, Tak Kak cyllecTByeT MHAMBHAyaJbHAA YyBCTBH-
TeJLHOCTh K PA3JIMYHBIM NpenapaTaM 3Toro pAaa.

IIpu couemanHo3a6UCUMbLX IKCTPACHCTONAX NPOBOAUTCS
KapAnoTpo)HAS Tepamus: npenapamol Kaiud, MazHUA, aH-
muoxcudanmubolit KOMNJICKC, nupudoxcanrvpocgpam B BO3pac-
THBIX J03MPOBKax 2-3 Hefenu. MOXKHO MPOBECTH KypC Jieue-
Hnag AT® u KoxkaploKcuna3oll B TeUdeHHe 30 mHeit MaM Ha-
aHauuTh puborcur mo 1 rabieTke 2-3 pasa B JeHb. Ilpn
MKJ] ucrnonssyioT MuadpoHam no 250 mr 3 pasa B JeHb B
revenye 2—-3 Heledb. 1IpH HA/KeNyAOYKOBBIX SKCTPACHCTO-
JlaX PpeKOMeHAyeTcs u30nmuh (¢punonmun, eepanamun) B
rabierkax B TedeHMe 2—3 Helesb, MPH JKeNYAOYKOBBIX —
amayuaun, IMMO3UH WA NPONEKOPEH. AnnanuHun M coma-
sexc oddeKTHBHBI IIPU BCeX BUAAX dKCTPACHCTONMH.

DKCTPACHCTONHSA Y JieTell MMeeT CKJIOHHOCTR K PelUAMBH-
popanuio. D10 yacTo GpiBaeT mocie HepBHO-IICHXMYECKHUX IIe-
peHATIpsKeHUil WM HHTePKYPPEeHTHBIX gaGoseBanuit. B Ta-
KMX cJIyd4asiX MOKA3aH MOBTOPHBIH KYypC TepamnmuH.

Ilpu sedyeHnu GOJIBHBIX C aKCTpAcHCTOIHeH Ha (oHe MHO-
KapAMOAMCTPO(GHH BakHA CAHALMSA OUAroB XPOHMUYECKOH HH-
dexnuu. Hasnavaror KapAauoTpodHble NMpenapaTsl, TpH Heob-
XOAMMOCTH — AHTHAPUTMHYeCKHe. B Tepamui 9KCTPAacHCTONX
Ha (oHe KAPAMTOB OCHOBHOE 3HAYeHHe MMeIOT IPOTHBOBOCIA-
JIMTeNBHBIe CPeJCTBA, AHTHAPUTMHYECKHe Npernaparkl HacTo
GRIBAIOT He HYXKHBI. IIpH 9KCTPACHCTOJIAX TOKCHYECKOro re-
Hesa MpUMeHsSeTCH Ne3NHTOKCHKANMOHHAA Tepanus B KOMOH-
HAIIMH ¢ KAPAMOTPO(GHBIMHU CPeJICTBAMH.

271



LY e N I NSty ¢
Puc. 26. DKT pesoukn 13 ner ¢ MKJI. BrickanbabiBaollee coOKpameHue U3
HYOKHeH 4acTH npejcepan#t (3-# KoMIekc)

DKCTPACHCTOJIMIO CJIeAiyeT OTIHYATH OT 6bLCKAKLEAIOWUX,
NIH  6bLCKANB3BLEAIOWUX, COKDAIeHMH. BhIcKakuBaoIue
COKpAINEeHUs, KAK M 9KCTPACHCTOJBI, MCXOAAT M3 IKTOMHIe-
CKHMX 04aroB, KOTOPbIe MOTYT GBITh PaCHOJIOKEeHBI B Ipejcep-
ausax, AB coefuHeHMH MM JKedymoukaxX. PopMa BEICKAKH-
BaOLero KoMijekca 6yfeT Takas ke, KaK IPH AHAJOTHYHBIX
akceTpacucTosax. AYCKYJbTATHBHO BBICKAKHBAIOIIWE COKpa-
meHusi yacTo He cablmHbl, a Ha DKI' perumcrpupyercs AIMH-
Hasi naysa nepej BBICKAKHBAIOI[AM KOMILIEKCOM M KOPOTKAsA —
mocjie Hero, T.e. HaGiogaeTcss 3aKOHOMEpPHOCTh, oGpaTHas
TaKoBOM NpH aKcTpacuctonuu (puc. 26).

Bosee 3 BHICKAKHBAIOIIUX COKPAIeHUN MOAPAJ Ha3BIBAIOT
eévickaKueaowum (6bLCKANBIBLEAIOWUM) PUMMOM, ITOT
PUTM Bcerja 3aMeJJIeHHBIHA.

BricKaKMBaWIUe COKPAIEHUS YacTO SABJAAIOTCA CIEeJCTBH-
eM yrHeTeHHWsi CHHYCOBOTO y3Jia MJIH HAPYIIEHHS CHHOATDH-
anpHON mnpoBoguMocTH. OHHM B OCHOBHOM (HKCHPYIOTCA Ha
¢oHe BhIpa)keHHO# Opagmkapauu. BrickakuBalomue cCOKpa-
LeHUs BCTPedalTcs y AeTeil ¢ BarOTOHHeH, OHH MOryT OBITh
TaK)Ke MPOsIBJIeHHMEeM CHHJApPoMa cJabocTH CHHYCOBOro yaja.
JleyeHue NpU 9TOM BHJEe APDUTMHH 3aBHCHT OT BRI3BABIIeH ero
OPUYHHEL

ITapacucronusa

ITapacucronus cTouT 6aM3Ko K akcrpacucronuu. ITo dop-
Me MapacHCTOJIBI He OTJHYAIOTCA OT dKCTPACHCTOJ, OHH TaK-
ke GBIBAIOT NpefcepAHBLIMH, ATPHOBEHTPHKYJAPDHBIMH H JKe-
nypoukoBeiMH. IIpH mapacHCTOJIMM B cepAlle MMeKTCS ABa
He3aBHCHMBIX MCTOUHMKA PHTMA: OAMH — CHHYCOBBIH, ApYTO# —
9KTONMMYECKHHl, TaKk Ha3bIBAeMBIil «IapaneHTp», PpacmoJo-
JKeHHBI B OJHOM M3 OT/eJOB IPOBOJHHKOBOH CHCTEeMEI — B
npeAcepansX, ATPUOBEHTPHKYJISPHOM COefHHEHMH HJIH JKe-
nypoukax. I[lapameHTp BhIpabaThiBaeT HMIYJILCHI B ompeje-
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Puc. 27. IlpaBorkenyfodxosas mapacuctonus (2-if, 4-i u 5-i KoMiIex-
cpl) y Aesoukn 14 ner ¢ CBJI; 2-# u 4-# KOMIUIEKCHI CTHBHbIE

snegHOM puTMe, oT 10 go 200 ummyascoB B 1 mMuH. B ocHOB-
HOM mapaneHTp paGoraeT Kak Obl «3a KajpoM», CKPBITO, HM-
MyJbChl U3 HEro He BBIXOAAT U IAPACHCTOJIBI He QUKCHPYIOT-
ca. Ilpum pasnuMUHBIX HeGIArONMPUATHBIX BO3AEHCTBUAX Ha
MMOKADJ ¥ TAapameHTp NPOMCXOAUT BBIXOJ IApacucTOs (9KTO-
IHUYeCKUX MMIYJIbCOB), KOTOPbIe MOTYT YTHETaTh HMIIYJIbCHI
CHMHYCOBOrO y3ja uJau paboTaTh mapajesbHO ¢ HUM.

AycKyJbTATHBHO [APACHCTOJIBI YACTO CJIBIIIHBI KaK 9KCT-
pacucroasl. [uarnos crasurcs no OKI. CymecTByoT TpH oc-
HOBHBIX 3JIeKTPOKapauorpadguyecKUX KPUTEepHs [apacHcTo-
nun. IlepBhlit KpUTepUui — pasHble NPeJdKTONNYeCKHe MHTep-
BaJbl Ilepej [ApacUCTONAMM, pasHUIA MeXAY KOTOPBIMH
npeseimaer 0,1 ¢, 4To He XapaKTepPHO AJIsi dKCTPACHCTOJHUH.
Bropoii kputepuit — Hanuune Ha OKI' cIMBHBIX KOMIJIEKCOB,
06pasoBaHMe KOTOPbIX OOBSCHSETCS OJHOBPEMEHHBIM BO3Oy-
JKJleHMeM MHOKapfa OT CHHYCOBOTO BOAHMTENIsI PUTMa M mapa-
CHCTOJIMUECKOT0, BCJIeACTBHE Yero KOMIJIEKC CTAHOBUTCS He-
06BIYHBIM, NPEACTABISIONUM coBoif HeuTo cpefHee MeXAY
¢opMOii CHHYCOBOrO M IApPACHCTOJIMYECKOro KOMIIJIEKCOB.
Tperuil KpUTEpUii — KPATHOCTh CAMOr0 MaJIeHbKOTO MHTepBa-
na R-R Mexay mapacucrojiaMu caMoMy GosiblioMy paccTos-
HMIO MeXJy HHMH. OTOT NPH3HAK KOCBEHHO YKas3blBaeT Ha
HAaJIMYHMe ONpejleleHHOro PUTMa B mapaneHTpe. To6bl YeTKO
YCTAHOBHUTH MApacUCTONHI0, HyxHO cHATh OKI Ha AnuHHYIO
JIeHTY M HAATH Bce TPH AHMATHOCTHYECKHMX KPHUTEpHs.

V mereii mapacmcToNMA uacTo BhifBisercss Ha ¢ore CBJI
(puc. 27). Tak e Kak M BKCTPACHCTONHSHA, OHA MOXeT OBITH
BAro3aBHCHMOl, CHMIATHKO3ABHCHMONH B COUETAHHO3aBHCH-
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moit. IlapacucTonusi BeTpedaeTcs Takyke Ha QoHe MHUOKapAd-
TOB ¥ MHOKapANOAUCTPODPUH.

TIpu mapacucTONMM NPHMEHAIOTCS Te e TepaneBTHYecKre
[PMHIMIB], 9TO ¥ MPU IKCTPACACTOJHH.

Hapoxcnamam,nan TaxXuKapaua

IlapokcuaMasbHAs TAXUKapAUA (IIT) — apurMusd, 6auskas
K OKCTPACHCTOJNNH. B ee BOSHMKHOBEHMHM TaKKe UIPaioT PoJib
ycujieHWe 9J1eKTPUYECKOl AKTHBHOCTH IKTOMHYECKHX meiic-
MeKepoB M MeXaHW3M KPYToBOTO JABHIKeHHS HMIYJIbCa (puen-
tpu). Mpucryn IIT xapakTepusyeTcs BHe3ANHBIM ydalleHHEM
cepeunoro purma ot 130 xo 300 yaapoB B MUHYTY, IIPH 3TOM
cuHYCOBBIT y3es He paGoTaeT, a HCTOYHHKOM PATMA ABIACTCA
SKTONMUYECKHil meiicMeKkep, KOTOPBHIM MOXKeT pacmojaraTecs B
npeacepauax, AB coelMHeHMH HJIH B JKeJYAOUKAX. B zaBu-
CHMOCTH OT 3TOTO Pa3judaioT MpeAcepAHYIO, aTPHOBEHTPHKY-
JIAPHYIO M YKeJTyJ0YKOBYI0 (OPMEI IIT. 9YCC BO BpeMs BCero
npHcTyIa ocTaeTcs MOCTOAHHOM, He MeHseTcs IPH ABIXAHUH,
JBH)KeHMHU, IepeMeHe IIOJIOXKeHHA TeJa, T.e. HabmonaeTca
pUTHAHBINA PUTM. AYCKYJBTATHBHO CJBIIIHA aMbpuoKapau:
YCKODEeHHBIil DUTM ¢ OJMHAKOBBIMH NAy3aMH Mex1y TOHAMH.
B srom sakiwouaercsi orimune IIT OT CHHYCOBOH TaXHKap-
JMM, TpH KOTOPOil MeJofus cepAla COXpAaHAETCA IpH yda-
mennom putme. IIpueryn IIT MOXKeT AITHTBCA OT HECKOJIBKHUX
CeKyHJ 0 HeCKOJbKHX UacOB, PeAKO MO CYTOK; 3AKAHTIMBAET-
¢51 OH BHe3aIlHO KOMIIeHCATOPHON naysoii, mocje KOTOPOH Ha-
yMHAeTCS HOPMAJILHBIM CHHYCOBbIH PUTM.

IIT Bcersa HeGIArONPUSATHO CKasblBaeTcs HA TeMOJMHA-
MHKe M YTOMJSeT CepAiedHyio MBIy (TOJIHOe OTCYTCTBHE
AMACTOJBI, MOMEHTA paccyableHHs W NHUTAHHA cepana). 3a-
ranysmuiicsa npueryn IIT (6onee 3 ) wacTO MPHBORHUT K BO3-
HUKHOBEHMIO OCTPOil cepAeuHOH He0CTATOYHOCTH.

IIpn KOPOTKHMX MPHCTYIaX ’ka106 M cyO'BeKTHBHBIX OINY-
meHnit y pebeHKa MoXKeT He 65ITh. ECJIM NPHCTYI 3aTATHBA-
erTcsi, y CTapIIMX JeTeil BOSHHKAIOT Gonm U HENPHATHEIE
omymenuss B ofbiacTH cepaua, cepanebuenue, cnabocTs,
OZ(BIIIIKA, MOTYT NMOABHThCS GO B XKHBOTE.

V pereii IIKOJBHOrO BO3pAcTa npuYMHON BOSHHKHOBEHHSA
npucrymna IIT uacro sABIsAeTcs CB[I, npu srom IIT, xax mpa-
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Puc. 28. Tipuctyn npecepanoi ¢opmst IIT y pebenka 3 neT Ha

(oHe TsMKeNON pecIUpPaTOPHON BupycHoil nHpeknun (ocTpas

MK]JI). YCC — 166 B 1 MuH, AHacTONa OTCYyTCTBYET, ayben P
yIIoIeH

BUJIO, ObIBaeT CYNpPABEeHTPUKYJIADHON (UpefcepAHON MK
aTproBeHTpUKyJspHOi). Hepeaxo IIT, 0cOOeHHO ATPUOBEH-
TPUKYJIAPHASA, HAbJIOAETCA Y AeTeil ¢ CHHAPOMAMU NPeABO3-
Gy IeHns KeIyA0YKoB (CHHAPOMBI YKOPOUeHHOI0 MHTEpBasa
P-Q u WPW). ¥Kenynouxosas dopma IIT moxer BcTpedaTs-
csl y fgeTeit ¢ CHHAPOMOM DaHHeiH pemnoJsApH3auuy KeayRod-
koB. Ilpuctyn IIT MoxkeT BOSHMUKHYTH Ha QoHe MK]I, xapau-
Ta M AUWJATAIMOHHON KapauomuonaTuu. Mbl Habiofany pas-
putne IIT y mereit ¢ CHHAPOMOM AMCIJIA3UH coeMHUTETbHON
TKaHM CepAla B BUAe AONOJHHMTEIbHON XODPABI JIEBOTO YKesy-
JIOYKa ¥ MpoJjanca MUTPaJbHOrO KjanaHa.

Bomnpoc o ¢opme IIT MOXKHO pelINTh ¢ NOMOILBIO 9KT, sa-
perucTpEpoBaHHON Bo Bpems mpucryna. IIpu npedcepdnou
@opme TIT ua KT BuAHO, UTO KaK 651 mpefcepAHbIe IKCTPA-
CHCTONBI MIYT APYT 3a APYroM B GbICTPOM TeMIle, NPH 3TOM
orcyrerByeT guacrosna. Mopdonorus ay6ua P usmenena, uHO-
rga syben P macnausaerca Ha 3yGern T mpeibiaymiero Kom-
nJeKca, »eJy0YKOBble KOMIJIEKChI, KaK IPaBHJIO, He H3Me-
HeHsl (puc. 28).

Ampuosenmpuxynsapuas gopma IIT Ha 9KTI' orsnuuaer-
csl oT mpeAcepAHON orcyrcTBheM 3y6ma P. HenypoukoBble
KOMIIJIEKChl Jn60 HeM3MeHeHbI, JINOO HEeCKOJBKO YIIMDPEeHBI.
Korfa HEBOBMOYKHO UeTKO OTJIMYHThH IpeJicepAHyI0 GopmMy OT
ATPHOBEHTPUKYJISPHOM, NMPUMEHSIOT TePMHH «CYyNpaBeHTPH-
KyJspHAs», MM «HAJKeyJ09KOBafd» .
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Iipu scenydouxosoi gopme IIT na OKI' BugHa cepus
ClIeyIOUX APYT 3a JAPYTOM JKeNyAOYKOBBIX 9KCTPACHCTOJ
6es nmays (puc. 29). Ilpu arom ayGer P orcyrerByer, a xemy-
JI0OYKOBBII KOMIUIEKC De3KO YIIMpeH M AeOPMHDOBAH, BhI-
pajkeHa JIMCKOPJZAHTHOCTh KOMILIeca QRS u ay6ma T. M=
Ha6II0AMM TOJUTONHYIO (XaoTHuecKyl) kerynoukosyio IIT
y Mainpunmka 12 ser ¢ JIMJIATAIIMOHHON KapAHOMHONIAaTHel
(puc. 80). IIpu Takom Bujae IIT mMpOMCXOAUT AKTUBALUS He-
CKOJIBKUX SKTOMHYECKHX MelicMeKepoB, YTO MPUBOJHUT K Xao-
THUecKOMy HeNpABUJILHOMY DHTMY, KOTOPBIH MOeT OBITH
npefBeCTHUKOM (HOPUIIANAY IKeTyAOUKOB. IIporaos mnpu
skenypoukoBoit IIT Bceraa cepheseH, TaK KaK OHA dalle pas-
BuBaeTcs Ha (OHe MOPA’KEHHOro MHOKapfa (MHOKAPAHUT, Kap-
JMOMHUONATHA).

Vi

AN

Puc. 29. TIpucTyn npaBosKeyl0uKoBoi MT y pesouku 10 et HA
Gone Hep T 0 AUTAa

Ve

Puc. 30. Jleposkenynouxopas nonuronsas IIT y Marpdnka 12 ner
¢ AMJIATANHOHHON KapAHoMHONaTHeH
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Hesasucumo or npuuussi, seiaapmei IIT, HeobXoAuMO B
HepByi0 OuepeAb KYNHPOBAaTh HPHUCTYMN, a 3aTeM HPOBOAHUTE
HeJeHAnpaBJeHHYI0 Tepaluio OCHOBHOTo 3aboseBaHus, Ha
¢one xoroporo Bosrukia IIT. B HauaJjile npUcCTyla HNanyeHTa
HAJO YCIOKOMTb, AATh CelaTHBHbIE CPeCTBA: IKCMPAKM 60-
Jepuanst, KOPEALON, 6aN0KOPOUH WM  NYCMbIPHUK (20-
30 kamess), cedyrcer u jp. enareqbHO CHATDH 9KT u ompe-
nenuts dopmy IIT. IIpu cynpaBeHTPUKYJIAPHOH dopMe, ey
npucTyn HadaJcs HeJaBHO, JeTAM IMIKOJBHOTO BO3pacTa
MOKHO IPOBECTH CTHMyJAnuio Giyskpaiomiero Hepsa, T. e.
Macca)k o6JacTH KapOTMAHOrO CHHyca, HaJaBlIUBaHMe HA
raasHble S6JI0KW, BHI3BIBAHME PBOTHOTO peduiexca, JAaBlieHHe
Ha GpromHoit npecc. Ecnu aTH AeficTBUA HeapeKTUBHBI, Ha-
3HAYAIOT AHTHAPUTMUYECKHe TpemapaThl. IlpemapaToM BhIGO-
pa B 9Toif CHTyanMM sBIsAercs usonmui (QuHonmun, eepa-
namun), KOTOPBI BBOJAT BHYTPHBEHHO Me[JIeHHO B BHJe
0,25% pactsopa u3 pacdera 0,12 mMr Ha 1 KI Maccel Tesa (ma
BBefileHMe He Gosiee 2 mi). Bmecre ¢ HUM Ha 10% pacTBOpPE
[JTI0KO3bl BBONAT CeQyicer WIH Pelanuym, KoKapboxcurasy,
nananzun B BO3PACTHOI JO3MPOBKe. BMecTo u30nmuna MOXHO
BHYTPMBEHHO BBECTH COMAJieKc B Ao3e 1 MI/KT Maccel Teja.

Eciiu HeT BO3MOYKHOCTHM BBEeCTH Iperaparbl BHYTPUBEHHO,
MOJKHO BBECTH MX BHYTPHMBINIEUHO B TOH ke Jose. OddekT
IpH 9TOM HACTYIHT HECKOJbKO MO3JHee (uepes 15-20 mmumn),
YeM IpH BHYTPUBEHHOM BBelleHHH. VIHOrJa MPHCTYN TaXUKap-
JIMH TIpeKpaIaeTcs HeloCcpefCTBEHHO BO BPeMsl BHYTPUBEHHOTO
BBeleHHs JeKapcTBa. 1IpH 3aTAHYBIIEMCS IPUCTYIe HaJPKesy-
noukopoit IIT, MOMMMO AHTHAPUTMUYECKOTro MpenapaTa, ecH
[IPHCTYT He CHUMAeTCs, BOSMOXKHO BBeJieHHe CepAedHbIX IIHKO-
3u/I0B (CMpo@anmuH, KOP2aUKOH) B BOBPACTHBIX 03HPOBKAX.

Ipu xexymouxosoit IIT Mcmons3yioT 2udoKaun, KOTOPBIH
BBOJMTCH BHYTPMBEHHO MeJJIeHHO M3 pacdeTa 1 mr/kr 1%
pacTBopa Ha BBefileHue. il CHATHSA MPHCTYHA JKeJyA0UKOBOMH
TAXMKADPJAMM C YCIEXOM HpHUMeHseTcs IMAYU3UH WIH IMMO-
3un BHYTPMMBIIIEYHO M BHYTPMBEHHO B fode 1 MI Ha 1 kr
Macchl Tena. AJNGNUHUH BBOAUTCS B3POCHBIM GOJIBHBIM
BHYTPMMEIIIEYHO M BHYTPHBEHHO KaK IPH HAKeIyA0YKO-
BOit, TAK M TpPH 2Kesyaouxosoit popme IIT mo 0,5-2 ma 0,5%
pacTBopa Ha BBefeHne. lHOrza npu saTAHYBIIEMCS NpUCTyNe
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IIT npuxopuTcs MOCJIeLOBATENBHO BBOAUTDH /BA AHTHAPUTMH-
YeCcKMX IpemapaTa M3 PasHBIX KJIaccoB, HaOpUMep U3ONMUH
M AMayu3un WA COManiexce u IMayus3un.

Ilpu sxenymouxoBoit ¢opme IIT HexxesaTelbHO BBOAUTH
B-aspeHo6IOKATOPE! M CepleuHble TIMKO3U/BI, TAK KaK Mo-
»KeT BOBHUKHYTh OCJIO)KHeHHe B BHAe (GUOPHIIANMH Kewy-
noukos. Bor mouemy, eciu HeusBecTHa dopma IIT, Hmkorza
He clleJlyeT HAYMHATH TePAIlMIO C 3TUX IpPernapaToB.

Henapoxcu3malibHad TaXHKaPAUA
(YCKOpEeHHEIH 3KTONHYECKHH PHTM)

PasBuTHe HeNapoKCH3MaJbHON TAXWKAPAMH, KaK M Iapo-
KCM3MaJIbHO, CBA3BIBAIOT ¢ HaJU4YMeM aKTHBHBIX dKTONHYe-
CKHX MeifcMeKepoB, KOTOpble MOTYT OBITH pPacIOJIOXKEHBI B
PA3IMYHEIX MecTaX MPOBOJHMKOBOMH CHCTEMEI cepAna (B mpex-
cepAUAX, ATPHOBEHTPUKYJISAPHOM COeJHMHEHUH, JKeNYA0IKAX)
M BpeMeHHO ABJIAIOTCS BOAMTENAMH puTMa. B oTimdme or T
NpU YCKOPEHHOM 3KTONHUYECKOM DHTMe YCC mapacTaeT IO-
CTeleHHO, He WMeeT DUTHAHOCTH U He CTOJb BBICOKA, OGBIYHO
gabmogaerca or 100 po 150 yzapor B mMumyTy. IIposomxn-
TeJBHOCTH KTOMMUYECKOTO PATMA MOXKeT ObITh OT HECKOJNBKHX
MHHYT 0 HECKOJIBKUX He[lelb U Jayke MecAleB.

AycKy/TbTATHBHO TAKYI0 TAXUKAPAWIO OYEHb CJIOKHO OT-
JIMYATH OT cHHYcoBoil. OKOHUATeNBHBIH AMArHO3 YCTAHABJIH-
paercsi mo DKT, cusartoit B auHamukes Ha OKI' npm Hemapo-
KCHBMAJIBHON TAXMKADIMM MOXeT COXPAHAThCHA HeGoJbIIasd
auacrona (aro sasucur or YCC), dpopma aybua P m xemymod-
KOBOTO KoMIJekca OyfeT M3MeHeHAa B COOTBETCTBHH C TeM,
Ile pacmoJioykeH aKronmdeckuit ouar. ITo amamormm c mapo-
KCH3MaJbHOM TaXMKapAueil pasjuyaloT NpeAcepaHYI0, aTPHO-
BeHTPHKYJAPHYIO M JKeJy[OYKOBYIO (OPMBI HENapoKCH3-
MaJbHOM TaXMKapAUH.

Cy6beKTHBHO JIeTH MOTYT He OIyIaThk YCKOPEHHBIH PHTM.
OnHAKO NPH AJINTENbHOM IPHCTYIe MOCTENeHHO MOSBIIAIOTCH
csa60cTh, YTOMJISIEMOCTD, OJBIIIKA, HHOTAA — 6oy B obnacTH
cepima. 3aTAHYBINAACA HeNAPOKCH3MAJbHAS TAXHKAPAHA
(Gonee Mecsina) NPHUBOAMT K CHHXKEHHIO COKpATHTEeJIbHOMH
(YHKIMM MHOKAp/a U cep/evHOli HeloCTATOYHOCTH.
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Puc. 31. DKT pesouxu 10 seT ¢ [uiaTalMOHHOM Kapauo-

muonarnenn. Hux HBI  YCKOP BIA  PHUTM.

YCC - 120 ynapos B 1 mun. Bo II oTBefeHHH 4eTKO BH-
JleH oTpUNaTeabHBbIH 3yGen P

Onucan deromen maxuxapdumuyeckol kapduomuona-
muu (P. M. ®oropoc, 1999), BCTpedaloLuiica Npy XPoHHUYe-
CKOM yuaIlleHHH cepAedHoro purma. Beiencrsue XPOHUYECKOH
TAXMKADAMN PASBHBAIOTCS KeTyAOYKOBas AMCHYHKIUS M IH-
JNaTanus KeJyI0UKoB (0coGeHHO JIeBOro), KOTOPYIO Ha Ompeje-
JleHHOM arame 3aboseBaHMs GbIBaeT TPYAHO OTJIMUMThL OT HC-
TUHHOM (HAC/eJCTBEHHOIT) MMJIATAIMOHHON KapAMOMHONATHH.
OCHOBHOe OTJIMYHe TAXMKAPAUTUYECKOW KADAUOMHONATHH CO-
CTOMT B TOM, UTO OHA B 3HAUMTEJbHOM cTemeHH ofpaTHMa NpH
HOPMAJIMBAIMH YaCTOTHI Cep/iedHoro purMa. Mbl BeTpevamucs ¢
TaXMKAPAUTHIECKOH KapAMOMHONATHeH Y JeBOUKU C XPOHHTe-
CKMM Tpe/icepAHBIM yckopeHHbIM putmom (UCC 140-150 B
1 MHH), KOTODHI NMepHOJMYECKH PerMCTPHUPOBAJICA B TeueHUe
roga. Jlmarmos 6u11 noxrsepsxaen Y3U cepaua. B gaHHOM cIy-
yae yianoch AOOUTHCA ONpeIeNeHHOTO ycrexXa B JIedeHNH (me-
BOUKA JUINTeJBHO IONYYMIA OUZOKCUH, 6epanaMmun, Kapouo-
mpogHble npenapamst) U CHUSUTH YACTOTY CePAeYHOro PUTMA
o 80 ynapos B 1 mus. Yepes 1,5 roga mo faHHBIM V3U cepa-
[a JAAJIATAMYA JIEBOTO JKeJIyoYKa y)Ke He OTMedasoch.

O6LIYHO TaKOe HApYIIeHHe PUTMa BCTpeuaeTcs y AeTeil ¢
CephesHBIM MOpaXkeHHeM MHoKapAa (KApAMT, KapAHOMHOIA-
TUSA, BPOXKJEHHble IIOPOKM cepAna, kapauockJepos). nsa
ZIeTCKOro BO3pacTa XapaKTepHB! CYIPaBEeHTPUKYJsAPHEIE (op-
Mbl HeNapoKCH3MaJbHON TaXxuKapauH. Mbl HEOJHOKPATHO Ha-
6arofanu feTeil ¢ NpeAcepAHBIMH YCKODEHHBIMH OKTONHYe-
CKHMM PUTMaMH Ha (oHe TeKymUX KapAuTOB M AHJIATALIMOH-
Hoit Kapauomuonaruu (puc. 31).

B Jleuenny GOJBHBIX ¢ HeNAapPOKCH3MAJbHOM TaXHKapjaueit
IJIABHYIO POJIb MIPAET Tepamus ocHoBHoro 3aGosesanus. Ox-
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HAKO, YUMTHIBasi HeGJATONPUATHOe BIMAHUE TAXUKAPAWHM HA
PeMOAMHAMUKY, HEOBXOAUMO MOAABATH OKTONUYECKUH HCTOU-
HUK DHUTMa ¥ 3aCTaBUTh paboTaTh CHHYCOBBIN NelcMeKep.
[lns aTOrO0 TMpM CYNPABEHTPUKYJIAPHOH (opMe TAXHKADAUH
ncmosb3yeTcs mepopasibHO OJuzoxcur (B o3e HACHIMEHHA M3
pacuera 0,04-0,06 Mr/kr Maccel Tena) B COYeTAHHH C aHTa-
FrOHMCTAMM Kaibnus (U30nmuH, 6epanamun). MokHO code-
TaTh OuZOKCUH ¢ comaJexcom. B HeKOTOpHIX ciydasx (mpu
OTCYTCTBUHM CepAedYHOil HeJOCTATOYHOCTH) IOMOTAlOT CeJeK-
TuBHBIe B-anpeHo6nokaTophl (amenonon, memonponon). Ilpu
JKeNYIOYKOBOH TAXMKADAUH TNPHMEHAITCH IMAYU3UH, NPO-
nexoen unam comanexc. Jlosbl mOAGHpAOTCS HHAABHAYAIb-
Ho. IIpn orcyrcrBum sdderTa OT MeIUKAMEHTO3HON TepalHH
peKoMeH/lyeTcs JiedeHHe B KAPAMOXHPYPrAYecKOM OT/eJIeHAH
10 BOCCTAHOBJIEHHIO CepAEYHOro DHTMa, IAe MOXeT OHITh
npoBeJieHa AeCTPYKINA OKTONMYECKOro odYara paguovacToT-
HBIM MeTOJOM MJIH C IIOMOINBIO Jladepa.

Tpeneranne npeacepaHit

Tpemneranue MNpejcepAuil BO3HUKAeT BCJE/ICTBHE AKTHBH-
3aIMM JKTOMMYeCKOro meiicMeKepa, DAacloOJIOXKeHHOro B 06-
JIacTH MPOBOAHMKOBOH CHCTEMBI NMpefCcepAHil, OH CTAHOBHTCA
BOAMTEJeM PUTMa, & CHHYCOBEIH y3es B 9TO BpeMsA He paGora-
eT. DyleKTpUUecKasi AKTHBHOCTh 3KTOIHYECKOro ovuara OYeHb
Bbicoka — 200-400 umnynbcos B MuHYTY. K JKenyaoukam
[IPOXOJMT He KaKABIl MMIYJbC, YTO 3ABHCHT OT COCTOSHHA
nposogumocT AB coenuuenus. OGbIYHO YeM Miajiie pebe-
HOK, TeM JIyullle IPOBOAMMOCTb M Yalle PHUTM JKeJIyA0YKOB.

Cy6beKTHBHBIX OIYIeHHH Y pebeHka MoKeT He OBITB.
AyCKyJbTATHBHO IOCTABHTbH AMArHO3 TpemeTaHHs Npeacep-
IMil TPAKTHUYECKH HEBO3MOXKHO, TPH ITOM MOXKeT BBICITY-
IIMBATHCA JHMIIb HePeryJAspHbIH PpUTM. [[HarHo3 yCTaHABJIH-
paerca mo DKI', Ha KoTopoil GUKCHPYIOTCS TaK Ha3blBaeMble
«3y6ba nuasl» (puc. 32), orpakaiomue Boabyxaenue (1 co-
kpamenue) npejacepauit. Kommiexcesr QRS, ecnm HeT BHYT-
pHIKeNy09KOBOI 60KazAbl, 6yAYT o6sIuHBIMH, a 3y6ma T Ha
OKI He Gymer BHAHO, OH Bcerja HHBeJHpyeTCs IpeAcepa-
HBIMHM BOJIHAMH.
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Puc. 32. OKT pebenka 10 mecsies ¢ MO3AHHM BPOX/IEHHBIM Kap-
nurtom. Tpemetanue mpescepaHit. BujHBI ¢3yObA NMHJIBI» BMECTO
HopMasibHOro 3y6ua P. PuTM jkelyi04uKkoB HeperyJIspHbIi

IIpu Takoif ApUTMUHM NPOUCXOIAUT HapyllleHue BHYTPH-
npe/icep/iHO TeMOJMHAMUKH, TMOCKOJBKY npejcepAus MOCTO-
AHHO HAXOMATCS B COCTOSIHMHM BO30YMKJEHU:A M COKpallleHHH,
«TperemyT», MPaKTAYECKH OTCYTCTBYeT auacTosa Ipejcep-
nnit. IIpu 9TOM PUTM KeJYJOYKOB, KaK npaBuJIo, Hepery-
JIApHBLHA, BCe BpeMsl MeHAeTCs cepfleuHblit BpIGpOC, UTO OTPa-
skaeTcsl Ha obuieil reMOAMHAMUKE.

Tpenmeranue NpeJcePAUil YacTo BCTPedaeTcs y Jereil ¢
[O3HUM BPOXKJIEHHBIM KapAUTOM. MoskeT GBITbH TaKKe BPOXK-
nenHas GopMa TpeneTaHus npesncepauil 6e3 MPUIHAKOB Kap-
aura. B TakoM ciydae Me{MKaMeHTO3HAs Tepanus Masodd-
(eKTHBHA, 9T JeTH MOJJIeKAT JeUeHHIO B KapANOXUPYpPru-
4eCKOM OT/eJeHHH HapyLIeHWil puTMa, TAe MPOBOXUTCHA nect-
pyKIMsl OKTONMYECKOro odara u nof6opKa HMCKYCCTBEHHOTO
BOMMTeNSl PUTMa, eci He paboTaioT cobcTBeHHbBIE TelicMeKe-
Pbl CHHYCOBOTO y3Ia.

IIpuoGpeTeHHoe TpeneTaHne npejcepAMii BOBHHKaeT HA
¢doHe PABIMYHBIX MHOKAPAMTOB, TOKCHMYECKOro IMopakeHus
MMOKAp/a, AMJATAIMOHHON KapAMOMMONATHH. Ilins mopasiie-
Husl TpHOOpeTeHHOro TpemeTaHMs npeAcepAuil IPUMEHSIOT
wsonmumn, comanos WnM anranunu. OBBLIYHO AHTHAPUTMI-
yecKHe INpenapaThl Ha3HAYAIOTCA BMecTe ¢ Ouz0KCUHOM WK
ero amazoraMi. J[MIOKCHH HadHauaeTcs B 03¢ HACBIEHHA
us pacuera 0,04-0,075 mr/Kr Maccel Tena. TIpoBoauTcs Je-
yeHMe OCHOBHOTrO 3ab0JieBaHNUS.

281



Mepuanue (GpuOpHIIANHA) Opeacepaui

IIpn MepuaHMU IpefcepAMil CHHYCOBBIH y3es He paGoTaer,
a B MHOKapje NpeJcepAuil MMeeTcA MHOXXECTBO AKTHUBHBIX
neifcMeKkepoB, KOTOpPble OJHOBPEMEHHO BBIPabATHIBAIOT BJIEK-
TpuYeckue uMmnyJascsl ¢ gacroroir 400-700 uMnysnbcoB B MH-
HyTy. OTjesibHbIe MBIIIEYHBIe BOJIOKHA IpeJCepAUNl XaO0THUHO
BO36YIK/JAI0TCSA M COKPALAlOTCs IOJ BO3AEHCTBHEM BTHX HM-
nyabcoB, a obmieit cucroasl mpeacepauit Her. Jemymoukum
npu aToM BO30Y)KAAIOTCA M COKPAINAIOTCA HePeryjsfpHO IOA
BINAHNEM MMIYJIbCOB, NPUXOAAMMAX K HUM 4Yeped AB coenu-
HeHHe OT «MepUaKIUX» mpeacepanii. YacTora >XKeqymOUKO-
BBIX COKpalleHHil o6ycJloBJieHa COCTOSHUEM ATPHOBEHTPHKY-
JNIApHOI1 MPOBOAMMOCTH. B 3aBHCHMOCTH OT YaCTOTBI COKpa-
IeHMii JKeJyJ0YKOB pas3MYaloT TaXHCHCTOJHYECKYI0, HOp-
MOCHCTOJIMYECKYI0 U GpagucHCTONHYeCKYI0 pOpMEI MepIaHus
npejcepanii.

Cy6beKTHBHO JeTH YacTo OLIYINAIOT «3aMHDaHHA» B cepAle,
MOryT 6bITh 60 B 06/IaCTH CcepAua, OAbIIIKA. AYCKYJIbTATHBHO
Np¥ MepLAHMH MpeiCcepAHil ONpelesIAIOTCA pasHas 3BYYHOCTB
TOHOB, GecrnopsoyHOoe YepeJoBaHHe KOPOTKHX M JUIMHHBLIX Hays.
ITyabcoBble BOJHBI MMEIOT PA3HYIO CHJIY M IPOJOJIKUTEIHHOCTE.
Xapakrepen «aebunur nyinscas, T. e. YCC Gonbme uucsa
NyJAbCOBBIX BOJIH (IPH MaJOM KOJHYecTBe KPOBHM B JKeJIyH0d-
Kax MoJIyJyHHBIe KJalaHbl He OTKPHIBAIOTCH).

Ha OKI' npu MepnaHMHM OpefcepAHil HcduesaeT 3ybem P,
BMeCTO Hero BCIO AMACTOJY 3aHMMAIOT HeNpPepeIBHO CIexylo-
e OfHA 3a APYroil BOJHBI Pa3HO# BeJIWYHHBI, (GOPMBI H
npoxosxknTeasHoctd. MHoraa atu BosEbl (F) BHAHEBI JAIIE B
HEeKOTOPhIX OTBEeJeHHAX MM Booble B KaKoM-Tn6o ogHOM
(uame B V). HenynoukoBble KOMIJIEKCHI PACIOJIOKEeHBI Xao-
THUHO, YacTO He yAaeTcs oGHAPYXMTH ABYX MHTepBasoB R—R
OJMHAKOBOI MpoJoJKHUTeNbHOCTH (pHC. 33).

Mepnanue mOpeJcepAHil HapymiaeT BHYTPHCePAeYHYIO H
o6Iy0 reMOAMHAMHKY, 9YaCTO cmocoGcTBYyeT PasBHTHIO cep-
Jle4HO! HeJOCTATOYHOCTH. Y JeTeil aTa apHTMHUSA BO3HHMKAeT
BCJIeCTBUE MOpAXKeHUs MUOKapja OpejcepAuil, 4TO HepeaKo
GbIBaeT NMPUM MHOKAPAMTAX, MHTPAJbHOM CTEHO3€, BPOXKIeH-
HOM JiedeKTe MeKIpescepAHOIl I1eperopofKH, TOKCHUECKOH
MK]I, kapauockJjepose.
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Puc. 33. DKT nesoukn 14 jieT ¢ MOCTMHOKAP/HTHYECKHM KapAHoO-

cKJyep Mep P pAnii. BmMecto HOpMaNbHOTO aybua P

puanbt Bonusl (F) pasnuusoil GopMbl H OPOAOKHTENLHOCTH. Purm
>KeJTY/IOYKOB HeperyJiapHbIH

PasuuaoT NApOKCUIMANbRYIO W CMmolKylo (opMbl Mep-
maresnbHOM apuTMuu. IlapokcnsM MepHaHAA npejcepauii Bo3-
HHMKaeT BHe3amHO, uYacTo Ha (hoHe paHee HENMOBPEXKIAEHHOTO
MuoKap/ia (HampuMep, MPH TOKCHYECKOM IOPaXKeHHH cepaua),
0GBIYHO B BHJE TAXMAPHTMHYECKOH (HOPMBI, MPOJOJIIKAETCA OT
HEeCKOJNBKAX MHHYT [0 HeCKOJbKMX AHeif. Ilpumerym GbicTpo
NPUBOJHUT K CePAEYHO HeJOCTATOYHOCTH, MOITOMY HYXKHA He-
OTJIOMKHAS TIOMOIIb. BHYTPMBEHHO MeJJIeHHO BBOAATCS cepiet-
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Hble TJIMKO3UIbI OBICTpOro AeilcTBUA (cmpoganmumn, Kopzau-
KOK), TIpenapaThl KaJus U aHTHAPUTMHYECKHe cpejcTsa (u3on-
mumn, arranunun una comanon). Ilpu orcyrerBum adderra u
HApACTAHMM Cep/leYHO} HeJ0CTATOYHOCTH MOKA3aHa 3JIeKTPONM-
MyJbCHAS TepPanus B YCJIOBUAX PeAHMMALMOHHOTO OT/eJIeHN.
CroiiKkoii, NJIM MOCTOSTHHOM, GopMON MeplaHUA Ha3blBaeTcs
Takas apuUTMMsA, KOTopas NpOAoJKaeTcA Gosiee HeJeNH, MOKeT
JUTHThCA MecAllaMH M JaXke rofgaMu. Mbl Habmofamu JeBOYKY C
BPOXK/IeHHBIM /1e(peKTOM Me)KIpeJcepAHON MeperopoikH, y Ko-
TOpOil B TeuyeHHe HECKOJBKHMX JIeT PerHcTpHpoBajiach Mepra-
TenbHas apuTMuA. IIpu aToM Ha ¢oHe JaUM AHTHAPHTMHYECKUX
[pernapaToB OHA BPeMeHHO McYe3asa, a 3aTeM BO30GHOBJIANACH
BHOBb, TAK KaK He Obla ycTpaHeHa MpU4MHA (ZedeKT MexKnpea-
cep/HOIi TeperopogKH), crnocobeTByiomas ee BOSHUKHOBEHHIO.
ITpu CTOWKOM HOPMOCHCTOJIMYECKOM M TAXHCHCTOJIHYe-
CKOM MepIaHMM NpejcepAuil HA3HAUAIOT IEPOPANBLHO JuZOK-
cun (mosa Haceimenus us pacdera 0,04-0,05 mr/kr maccsl
TeJia) B COYETAHUH C UONMUHOM WA comanonom. B Hekoro-
PBIX CIy4asX, OCOBeHHO NpPH TAXMCHCTONHYeCKOH ¢opme,
a()eKTHBHEIMH OKa3bIBAlOTCHA [3-afpeHo6I0KATOPEI, HX MOX-
HO HA3HAYATH NpPH OTCYTCTBUH CepAeYHON HeZOCTATOYHOCTH.
IIpu 6paguapuTMuYecKoil opMe nmpuMeHeHHe 9THX Ipernapa-
TOB omacHO (OHM YpeXKaloT PHUTM), JIydllle HCIOJb30BATE 3Ma-
yusun wnm ammo3un. Ilpu Bcex Qopmax croiikoit Mepma-
TeJILHOW APUTMHMM HA3HAYAIOT PA3JNHUYHBIE COUYETAHUA KapAHo-
TPOHBIX MpPernapaToB: NAHAH2UH+PUBOKCUH, aeéum-+pubOKCuH
(npu 6pagucucToaMyeckoit gopme), ATP + kokapboxcurasa.
Kype xapauoTpodHOi Tepanuu AJIMTCA He MeHee MecdAna. Bo
Beex cayyasx HeoGXOMMO JiedeHHe OCHOBHOTO 3a60JleBaHHA.

HAPYIIEHUE ®YHKIIAH IIPOBOJJAMOCTH
(BJIOKAJIBI)

Hapymenus npoBofuMocTH (610Kajbl) BOBHHKAIOT B TOM
caydae, Korja mioxo pa6oTaioT KJeTKH 2-ro M 3-ro THNOB,
KoTopble obecreduBalOT Hepefavyy HMIYJILCOB IO Bceil mpo-
BOJHMKOBOW cHCTeMe M K COKPATHTeJIbHOMY MHOKapAy. IIo
JIOKAJIM3AIMH BBIJEJSIOT CHHOATPHAJBHYIO (HA YpPOBHE MMO-
Kapja TpejcepAnii), aATPHOBEHTPHUKYJIAPHYIO (aa ypoBHe AB
coeilMHEeHNs W CTBOJA Iydka I'Mca) ¥ BHYTPHIKEJYNOUKOBHIE
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6ioKazbl (Ha ypoBHe HOMKeK H pasBeTBJIeHHH MydYKa Tuca).
HapyuieHnsi TPOBOAMMOCTH MOTYT HabmoaaThCcs OJHOBpe-
MeHHO Ha DAGHBIX YDOBHAX, OTPaXkas PaCIpOCTPAHCHHOE mo-
pajkeHve IPOBOAALIEH CHCTEMBI CEPALA.

Biiokasa MOKeT ObITh nonnol, Korja nospigeTcsa MOJIHBIH
HepepsIB IIPOXOXK/AEHUA BOJHBI BO36YKIeHNSA, ¥ Henonnou,
qacTHUHOHM, KOrJAa MPOMCXOAMT 3aMe/JIeHUe NPOBEJEHUS HM-
[OyJIBCOB MJIM HEKOTOPBIe UMITYJIbChI nepuoJUYeCKH He Ipo-
XO[AT Uepe3 MOPaYKeHHBbIH yIacTOK.

Ecau 670Kaza HAXOAWTCA HHKe JeJIeHHs IydKa Tuca
(B HOXKKAX My4YKa T'uca), To ee Ha3bIBAIOT npodonvrOU, ecnu
BBIIIE — NOMEPELHOL.

Cunoarpuansnas (CA) 6iaoxana

Ilpu 6J0Kaje MPOMCXOAUT 3aMelJIeHye WK npekpaiieHue
[pOBeJeHNsI MMIYJbca OT CHHYCOBOTO y3Jla K npejcepanAM.
CA 6n10Kaza 6Gb1BaeT Npexoasuen n MOCTOSAHHOM.

Ipu nenonwot (YacTHuHOMN) CA 6i0oKajge HeKOTOpble HM-
MyJbCEl He IPOXOAAT OT CHHYCOBOTO y3Ja K npejcepauaM,uTo
CONMpPOBOXKAAETCA MEePUOJaMH aCHCTONHH. Ecan moApsj BblNa-
JlaeT HECKOJBKO COKPAIEHHH JKeNyLOUKOB, KIMHUYECKH aTo
nposBJisAeTcs TOJOBOKPYXKeHHeM MM Jaxe 06MOpPOKOM, «3a-
MHpAHHeM» B cepiue. AYCKYJBTATHBHO ONpeAessioTes ne-
pHoAnYeCKHe BhINAJeHHSA cep/leyHOll JeATeNbHOCTH, T. €.
BpeMeHHOe OTCYTCTBHe TOHOB CepAua. Ha OKI' npu arom
UKCHPYIOTCS TPOAOJKATENbHBIE JAHACTONIHHECKIE nayssl,
Hocje KOTOPBIX MOTYT HOSBHTBCS BBICKAJb3bIBAIOIIUE CO-
KpaleHnsl WIu pUTMbI (pHC. 34).

Hemnonnyio CA 610Kafy MPakTHYeCKH HEBO3MOXHO OTJH-
YUTh OT OMKA3a CUHYC08020 Yy3na (sinus arrest), KOTOPBIH
Toske Bhipaxkaercs Ha IKI niuHHOM mnaysoii. OTka3 cHHYCO-
BOro ysja 4acTo ObIBAeT MpOsBIEHHEM CHHAPOMA ciabocT
CHHYCOBOTO y3la M B TAKOM clydae (HUKCUPYeTCd Ha done
BBIpAXKeHHOH OGpajuKapIuy. B aT0ii CHTyalMH CHHYCOBBIH
y3es1 BpeMeHHO TepsieT CIIOCOGHOCTh K reHepanuu HMIYJIbCOB,
YTO YACTO CBSA3aHO ¢ HAPYIIeHHeM ero MUTaHHWsA.

IMonnas CA 61okaja XapakTepuadyercsi TeM, 4TO HH OXHMH
MMIyJIbC He AOXOMHMT IO IpeAcepAmuii, BO30OyK/AeHHE U COKpa-
meHne CcepALa OCYIIeCTBIISIOTCA 0] BO3/leiicTBHEM HHIKeJle-
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Puc. 34. 9KT pnesouxu 10 net ¢ Hep TH uM mtom. He-

nonnas CA 6rokaja: mocje 2-ro KOMIUIeKca HjeT JJIHHHAA Nayaa, a 3a-
TeM nosApJfAerca BHCKMBJNB&IOmHﬁ PHTM H3 mpasoro Kenyaodka
(4 KoMILTeKca), KOTOPHI 3akaHuMBaeTcs KopoTKoi nayasoi (I oTsesernne)

JKALIMX MeiicMeKepoB (reTepoTONHbIE PUTMBI), dYalle Npex-
cepaubix. Muorga npu arom Buge Gnokaxsl Ha IKI' mossisa-
eTcsi MUIpAlUsl MCTOYHMKA PHTMA.

CA 670Kaja MOKeT BCeTpedaThesl y AeTeil MIKOJBHOTO BO3-
pacra Ha done CBJI c Baroronueii. B Takom caydae Gyzer mo-
JI0KUTENbHOM aTponuHOBas mpoba, T. e. 6loKaja CHUMaercH
nocne Beegenus amponuna. Yame CA 6iokana OuIBaeT CBA-
3aHA ¢ MHOKADJAMTOM HJIM MHOKapamoxuctpodmeii. IIpu aToM
OHAQ MOYKeT coueTaTbcsi M C APYTMMH HAPYIIEHHSAMH PHTMA:
aKCTpACHCTOJINel, MepIaHHeM IpejcepAudil, ATPHOBEHTPUKY-
nspHoit Gnokamoit. CA 61okama HePeako ObIBAET OXHHUM H3
nposiBienuii curApPoMa caabocTn cuEycosoro yana. HHTOKCH-
KAIMM ¥ OTPABJIEHNS] HEKOTOPEIMH JIeKapCTBeHHBIMH Iperna-
patamu (cepdeunbimu 2auK03UOAMU, B-adpernob.roxamopamu,
xunudunoM, KOpOGPOHOM) TaKKe MOTYT GHITH NPHIMHOH BO3-
HUKHOBEHHS CHHOATPHAJBHOM GI0KaABI.

Ilpn cuHoaTpuasbHON 6s0Kaje HeobGXoAMMA Tepamus ocC-
HoBHOTO 3a6oneBanns. [/ yMeHbIIEHUs CTeNeHH GIOKazbI,
ecu uacTH OBMODOKH, HCIONB3YIOT dedpun, arynenm. B
TAMKENBIX CJIyUYasX AeTH AOJKHBI MOJyYaTh IOMOMb B Kap-
JAMOXMPYPrHYECKHX OTAeJeHHSAX IO JIeUeHHIO HapyImeHAH
puTMa cepAua, rAe UM GyJeT MPOBOAHTHCHA dJIEKTPOKapAMO-
CTHMYJIANUSA.
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ATpHOBeHTPHKYIAPHas OioKanga

ATpHOBeHTPHKYJIAPHAA (AB) 6sokajga TposBIAETCH HAa-
pyllIleHMeM OPOBeeHUs UMIYJILCOB B OCHOBHOM ueped AB co-
efuHeHHe. PasnuuaioT TPU CTeNeHH 610Ka/bI.

I cmenendb [AUATHOCTUPYETCA TOJBKO IO OKT. Ay-
CKYJIbTATHBHBIX M KJIMHAYECKHX nposiBnenuii He umeer. Ha
DKT BhlpakaeTcs yAJMHEHHEM HHTepBasa P-Q B cpaBHEHHH
¢ BospacTHOil Hopmoit. IIpn aroii 6Ji0Kaje BCe HMMIYJbCHI
[IPOXOAAT Uepe3 IOPaXKeHHbBIH y4acTok, HO npoBefieHMe HX
3aMe/|JIeHHO.

IIpuunHO# BOSHMKHOBEHMSH AB 6n0kags! I cTeneHd 4acTo
GoiBaer CBJl ¢ BaroToHMeif, 9TO MOATBEPAIAETCH MOJOKH-
TeNpHON (YHKIMOHANBHOM NPOBOH ¢ ampOonuHOM. Takas
60Kajga BCTpedaeTcs y AeTeil ¢ TEKYIIMM BOCHATHTEILHBIM
npomeccom B obmactu AB coepuHeHU (npu peBMOKapAurTe,
HepeBMATHYECKOM MHOKAapAHTe), B ITOM ciydae HHTEepBaJ
P-Q usmeHsieTcA B JHHAMHKe. Croiikoe yAJMHEHHe HHTepBa-
na P—Q xapakTepHO MU TOCTMHOKAPAUTHYECKOrO KapAmo-
cKJleposa. BpeMeHHOe y/UIMHeHHE WHTepBaJa P-Q moxeT Ha-
GI0KaThCS TP Iepe03UPOBKe IpenapaToB Kajusd, cepaed-
HBIX TJIMKO3UOB, AHTHADUTMHYECKHX CPEACTB. AB 6aokazma I
cTelleHM MOYKeT GbITh HACJeACTBEHHOH, B TAKOM cCJydae OHA
perucTpupyeTcsi ¢ POXNJIEHHS M YACTO BBIABJIAETCA y KOTO-
u60 U3 popuTesei.

CrenuaspHoro Jeuenusi npu AB 6iokaze I cremeHH HeT.
IIpoBofuTCHA Tepamusi OCHOBHOTO gaboseBaHusl, NpPH 9TOM
HpOTHBOTIOKA3AHB! MPeNapaThl, 3aMe/JIfiole TPOBOAUMOCTE
(xanuif, cepleuHble TIIMKO3U/EL, B-axpeH0GIOKATOPEI).

Il cmenenws AB 6iokajgsl MOKeT ObITH ABYX THIOB. I
tun (tTun Benkebaxa, MJIH THI Mobury I) xapaktepudyercs
TeM, YTO HEKOTOpPble MMIYJIbChl He MPOBOAATCA OT Hpeicep-
Al K JKeJyfouKaM, BCJIeJCTBHE 9Yero nepuofnyuecKu Habo-
naercst acucronus. Cy6beKTHBHO MOTYT OMYIIATBCHA «OCTa-
HOBKM» CepJilla, ayCKYJbTATHBHO ONpeJesAioTCs Mmeproante-
CKMe nay3bl B pUTMe cepAua.

Ha SKTI B psje mocjef0BATeJbHBIX CepPAeYHbIX IHKJIOB (B
ABYX, TpeX, 4eThIpeX) HabJiofaercsi MOCTeNeHHOe YATHHeHHe
nnTepBasa P-Q, a sareM B cleAylOIleM IHKJE, KOTAa HM-
nyJjbe GIOKHpyeTcsl, PerncTpHpyercs oxmHOKMil 3y6Ger P Ges

287



JKeJIylouKoBoro Kommlekca. Ilocie aToro mpoBOAMMOCTE BOC-
cTaHABJMBAeTCS M BCA ONMCAHHASA KapTHHa naMeHeHmi ODKI'
nosropsieTcs (mepuoan! BenkeGaxa—Camoitnosa).

II Tun 6iaokagsl (Tum Mobun II) oramuaerca or I Tuma
TeM, uro Ha DKI He HabiiofaeTcs mocJie/l0BATeJbHOTO HM3Me-
Henusi wHTepBana P—Q, oH su60 COOTBETCTBYET BO3PACTHON
Hopme, Jubo croiiko yanuHeH. YlenynodukoBble KOMILIEKCEI,
kak u npu I Tume 610KaAbl, MepHofWueckH BhimafaioT. ITo-
BuauMoMy, mpu Takoit kaptuHe OKI MecTo G10KMpOBAaHMA
MMIIyJIbCOB (OUar IMopa)kKeHUs) PACHOJIOKEHO HeCKOJbKO AUC-
ranpHee AB coeiumHeHus, B objacTH cTBojia Nydka I'Hca.
Cunraercsi, uTo Gaokaga Tuma Mobun II mporrocTHYecKH
xyxe Gmokagsl Tuma Mobun I. V gmereit uaime BeTpedaeTcs
AB 6aokaja I tuna.

IIpn yacTOM OTCYTCTBHUH KeJyAOYKOBBIX COKpalleHu Ha-
pylaeTcs BHyTpHcepJeYHas U obmas reMoIHHAMHKA.

IIpuuuHAMH BO3HMKHOBeHHA AB 6nokansl II cTrenesd, Kak
NpaBHUJIO, SBJSIOTCS Cepbe3Hble MOPaKeHUA cepAeYHOM MBIII-
usl: kapaur, MKJl, kapamoMuomaTHs, KapAHOCKJEPO3. He-
HoJiHAs GJOKAZa MOXKET IIepPeXOAUTh B IONHYIO M HaoGopoT,
ocobeHHO TpH TeKymleM mponecce. Mbl Hepeako Habmoganu
AeTeii, y KOTOPbIX Ha (OHe TeKylero MHOKAPAHTA NEPHOAH-
wecku MeHsslach creneHb AB 6iokane! (puc. 35).

Jleuenue npu AB 6iokane II creneHd NPOBOAMTCSA B 3aBH-
CHMOCTH OT OCHOBHOro saGosesaHus. IIpu KapAuTax, mpore-
KaIOIUX ¢ TAKOil GJIOKaJ0H, NPHMEHSIOTCA IIIOKOKOPTHKOU-
abl, npu MKl — kapauoTpodHble Npenaparsl. IIpoTHBONOKA-

Puc. 35. OKI' gepouku 13 JieT ¢ HepeBMATHYECKHM KapZu-
TOM:
a - AB 6nokana 1 crenenn (P-Q = 0,4 ¢); 6 — B AMHAMHKE 4Yepes He-
aueit AB 6. 11 (Tun MoGurn I)
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3aHBI CPe/iCTBA, YXYAIIAKIHE (PYHKIMIO TPOBOAMMOCTH (ra-
nuii, cepAedHble IIMKO3U/BI, B-a}xpeao6noxa’ropm).

III cmenexns AB Groxkajbl, MJau NOTHAA nonepeuras AB
Gl0Kaza, XapaKTepuayercd OTCYTCTBHEM npoBefeHUA UM-
yJIbCOB OT IpPefCePAMH K JKelyAOUKaM. IIpeacepans Bo30Y-
JKAIOTCA M COKPAINAIOTCH MO BIMAHHEM MMIOYJbCOB, HCXO-
[IAMUX U3 CHHYCOBOTO y3jia (gamie Bcero), a JKeJIyIOUKH pa-
6oTal0T OT APYroro MCTOYHMKA PUTMA, PACIOJIOKEeHHOTO HHU-
sxe MecTa GoKajbl. OOBLIYHO reTepOTOMHEII MeficMeKep JOKa-
JusoBaH B HMOKHe#l wactu AB ysna MM B BepxHell 4YacTH
crBOJIa MydYka I'mca, pexe B IPOBOJHUKOBOI cHCTeMe JKeJy-
ngoukos. Takum 06pasoM, MONHOCTEIO npexpamjaeTcs CBfA3b
Me:KIy TpefcepAUAMH U KeNyAOUKaMH, OHU paboraloT Heda-
BUCHMO APYT OT APYyra. TeTepoTONHBI# PUTM, KaK MPaBUIO,
pe)ke CHHYCOBOTO, IO3TOMY ayCKY/IbTATUBHO ONpejesaercs
saMejieHHBI! PUTM cepAua (YXOM yJaBIUBAioOTCH cokpale-
HusA KenyRoukos). IIpu aToM YCC ymeHbIlIeHA B CPABHEHUH C
BO3PACTHON HOPMOH B 1,5-2 pasa. IlepuoauyecKu HapyIiaeT-
cs MeJIoAUsA cepAUa.

TocTosepHo monHyio AB 610Kay MOXKHO OIPeleNUTb TOJb-
ko mo DKT, Ha KoTOpOii IpefcepAHbIE ay6up! P u 2KexyAouKo-
pele xommiekcsl QRST 6yayT (HKCHPOBATHCA He3aBHCH-
Mo ApyT OT Apyra, IpU dTOM HHTEpBal P-P 6yzer Kopoye, ueM
R-R. Ecii reTepoTolHBIil meiicMekep HaXOAUTCA B KeJTy104-
Kax, To 6yaer nedopMUpPOBAH JKeJTyI0OYKOBBIN KOMIJIEKC.

ITonHas momepeuHas GioKaza MOKeT 6BITH BPOIKAEHHON M
npuobperenHON. Bposcdennas nonHas AB 61okajga HepeaKo
BeTpevaeTcd Y JeTeil, IepeHeCIIHX MO3HUH BPOXKAEHHBIH
kapauT. B aTroM ciyuyae oHA 0OBIYHO CTOMKAafA, TaK Kak fABJA-
eTcs CJe[CTBHEM HOCTMUOKAPAMTHYECKOro CKJIEpPO3a. Ua-
BeCTHA M30JIMPOBAHHAS TMOJHAS BPOXNKAEHHAA AB 6sokana,
BOSHMKAOmAS B CBA3M C HapylIeHHeM (OPMHPOBAHMSA MPO-
BOAHHKOBBIX KjeTok AB ysia. Ilpu rakoii 6i1oKajge BbIpa-
JKeHHBIX KJIMHHYECKUX NPOSABJIEHHN MOXeT He 6BITh, €AMHCT-
BeHHBIM CHMITOMOM fBJISeTCA PeKuii IyJbC, AMATHO3 yCTa-
masauBaercs Tonpko mo SKI (puc. 36). OfHAKO B jlaNbHei-
eM BesleficTBUE HAPYIIEHHS BHYTPUCEPAEeUHOH reMOANHAMI-
KU IIOCTENeHHO DACTATMBAIOTCA KaMephl CepAla, 3aMe/ifeTcs
obmee KpoBooGpalleHue, YXyAIIaeTcs TUTAHNE MUOKapAa, a
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Puc. 36. Bpox M30J1 nonHas AB 6n0kajga y AeBOYKH
3 ner. YactoTa cokpauennit npefcepauit — 120 B 1 MuH, XKeyfoukos — 67

TaKyKe APYTHX CHCTeM M opraHos. J[eTHM NOCTeNeHHO HaUHWHA-
0T OTcTaBaTh B ()U3HYECKOM, a4 3aTeM M B IICHXHMYECKOM pas-
BUTHHU. B n1060it MoMeHT monHass AB 6GioKaza MOXKeT OCJIOXK-
HUTBCH Cep/leYHON HeJocTaTOYHOCTHI0. Kpome Toro, B JoGoit
MOMEHT MOYKeT MCTOLIUTHCS WM BpeMEHHO 3aMOJKHYTH reTe-
POTONHBII melicMekep. B TakoM ciriyuae HACTYIOHUT ACHCTOJHA,
KOoTOpas KJMHHUUYECKH MPOSBUTCA B BHUJe 0OMOpOKa MM IpH-
cryna Mopraasu—Apnamca—Crokca.

Ilpu BposkjgeHHOW ¢opme monHO# AB Grokazbl MeguKa-
MeHTO3HOe JeueHUe addexTa He faeT. [ereil Heo6XoaUMO Or-
paxkaaTh OT pu3UUecKUX Ieperpysok. Ilomous pabore cepaua
npu Bblpa)keHHOW OpajMKapAMM M MPUCTYNAX ACHCTOJHH
MOYKeT TOJBKO MCKYCCTBEHHBIH BOJUTENb PUTMA.

ITpuobpemennas nonnas AB 61okafa dalie BOSHHKAET Y
neTeii BcieacTBMe MuHoKapauTa. IIpH TekyleM mporecce oHa
6yner npexopsAmiell (ocTPBIM M IOJOCTPBIH MHMOKAPAHMT), TPH
(OPMHPOBAHMH CKJIepo3a (XPOHHYECKHH MHOKADPAMT) — CTOM-
koii. ITonnas momepeuHasi 60Kafa MOXKeT Pa3BUBATHCHA IPH
TOKCHYECKMX mopakeHusx AB yaia “(;lekapcTBeHHBIE OTDPAaB-
nenus). [IpuunHOil BOSHUKHOBeHHS moyHOH AB Grokaisl Mo-
ryT GbITH ONYXOJH CepAla, & TaKyKe Cy)KeHHe HJIH arepo-
CKJIepo3 cocyfoB, nuTanmux AB coeauHeHue.

B HeKOTOPBIX cjydasX, dalle IPH NpHOGpeTeHHOH (opme
npexoasmieit AB 670kajbl, y IANHeHTOB MOTyT HabiozaTecs
NpUCTYNBl TOTEPH CO3HAHMSA, NMPOTEKAaI(ue C CYAOPOraMu,
MaHO30M, OTCyTCTBUMeM nyibca (mpuctynsl MopraHbH—
Anamca—Crokca). OTH NpPHCTYIBl CBS3aHBI C BPeMEeHHOH
acHcTONIMeil B MOMEHT MepeKJIIOUeHUs >KeJyJOYyKOB Ha rere-
POTONMHBIA PUTM. ACHCTOJMYECKHe May3bl MOTYT MPOAOJ-
>KaThCs PasNMYHOe BpeMs M Bcerja NpeACTaBISAIOT Hemocpea-
CTBEHHYIO Yrpody »kusHu GonbHoro. MHOrga KOpOTKHe NPH-
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CTYIbl ACHCTOJIMK IPOABJIAITCH cTepToif KAPTUMHOH: KPaTKO-
BpeMeHHBEI# OGMOPOK, rOJIOBOKpYXKeHHe, cnabocts. O6Mopou-
Hile COCTOAHHMA NPOBOLUPYITCHA (U3MUecKOl neperpysKoi,
MOI[MOHAJIBHBIM CTPECCOM.

B ciyuae pasBUTHA OpHCTyHa Mopransu—Agamca—Crokea
[I0KAGAH 3aKPHITHIA Macca)k cepiua Ajisf CTUMYJIALMHI IreTepo-
TonmHBIX meiicMexkepoB. ITOAKOXHO BBOAAT adperanrun, ampo-
nun. TIpEMeAIOT BpeMeHHYIO KapAHOCTHMYJIALAIO.

Ilpu sedeHUH GOJBHBIX C npuobpereHHO# (HopMOit MOJIHOM
AB 6s0Kagsl Ha GoHe MHOKAPAMTOB HCIOJNB3YIOT npednu3o-
son u xapduompo@uru. IIpOTHBONOKA3AHDI MpenaparThl Ka-
nusA, cepAedyHBle TJINKO3UJBI, B-amperobiokaTopsl. IIpu OT-
cyrerBun addexra OT MeIMKAMEeHTO3HOM Tepamuy, YacThIX
06MOpOKaX, BbIPAXKEHHOH GpafgMKapAuy pelIaeTcs BOIPOC 06
MCKYCCTBEHHOM BOAMTEJIe PUTMA.

BHyTpHKeTyA0YKOBEIe 0I0Ka/IBI
(6moxafpl HOKEK IMyYKa T'uca)

V pereit BCTpeyaloTcs KaK HM30JHMPOBAHHBIE 6J10Kafbl HO-
skek mydxa I'mca (mpaBoi, mepe/iHeil JeBO U 3amHei JieBOi),
Tak M MX codeTaHus. KiMHWYecKoH M ayCKyJITATHBHOM
CHMIOTOMATMKM BHYTPHMIKeJyJO4YKOBBle OJIOKajbl He HMEIT,
JIMarHO3 yCTAHABIMBAETCH TOJNBKO IO OKT.

B 3aBHCHMMOCTH OT BBIPRXKEHHOCTH pAa3JIHYaioT MOJHbIE
(c pe3ko YIIMPeHHBIM KOMILJIEKCOM QRS) u HemosHbIE (¢ He-
3HAYUTENHHO YUIMPEHHBIM KOMIIJIEKCOM QRS) BHYTpHXKey-
jouKoBsle Gi0Kagbl. OHM MOryT OBITE TaKIKe CTOMKUMHU H
NpexXOoAAIUMHA.

V gereit uacTo BCTpeuaeTcs HenoniHas 6noxada npagou
nodxexu nywka I'uca. TIpu aToii Grokane HA OKTI B oTBefieHH-
ax III u V, onpefensioTcs paculenyienne Wix 3a3yOpeHHOCTD
kommiekca QRS Gea ero yuIMpeHHHA. Takas OKI kapTuHa
MosKeT HaGMIOfAThCS y BIOJHEe B3I0POBBIX JeTeil rpyAHOro
BoapacTa, MOCKOJIBKY Y HUX NMPABBIi JKeJyoueK MpeBalupyer
HAJ JeBBIM. ¥V JeTeil MIKOJbLHOTO BO3pacTa HEMONHAA 6rokana
npaBoif HOXKKH NyYKa T'uca MoOXeT NMOABUTHCA Ha (oHe Bere-
rarusHOM Ancdysknuu (puc. 37), MK]I unu MHOKapAuTA.
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‘,—_"&/\____’_4/; ITonnas 6noxada

npaeol HONKU ny4-
,LA.A——/\’—'JL/\— xa I'uca BeIpaskaercs
Ha OKI' ymmuperueMm
koMmIrekca QRS, oco-

Vit q . _l*,._ e, GeHHO B MpaBBIX OT-

Ve peneansax (III, aVR,

W Vy, V3), ero pacmen-

JleHMeM U 3a3yOpeH-

Puc. 37. DKT mansunka 10 ner ¢ CBJl. He- HocTbo. IloABasoTcs

nonnas 610kana npasoi HoxkKM nyuka 'Mea  pprpaykeHHBle  3YOI(BI

R B orBegeEHaAX Vi g.

Yacto Habnwaaercs AUCKOPAAHTHAS HANPABIEHHOCTb KOM-

nnexca QRS u ay6ua T B orBefenusx Vi u Vy. B neBnx or-

emennax (I, aVL, Vj, Vg) npu aToM yIIMpPeH M paclienieH

ay6en S. dnextpudeckas och cepauna (30C) uame BepTHKANb-
Hasl MJIM yMepeHHO OTKJOoHeHa BIpaso (puc. 38).

IIpu nonnoi 6roxade neeol Hoxxu nyuka I'uca (mepen-
Heit u sajgHeit BerBeit) Ha OKI' perucTpHpYIOTCS OTKJIOHEHHE
90C BieBo, ymuperue Kommiekca QRS Bo Bcex OTBefeHHAX,
ray6okMe W yIIMpeHHBle 3yOnbl S B IpaBhIX OTBeJEHUSAX,
ocobenno B Vi u Vy (puc. 39).

Puc. 38. OKI' eBoYKH ¢ HepeBMATHYECKHM MHOKAPAHTOM. Tlonnas 6o-
Kaja mpapoit HOXKKHM nmyuka [nca
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Puc. 39. OKT nesouxn 13 net ¢ HepeBMaTHUeCKHM
MHOKAPAUTOM. Tlonuasa 61okajga JEeBOH HOXKKH
nyuka I'nca (nepezaneit 1 aajneit BeTBeil)

Wsonuposannas 6roxada nepednei ne6ol 6emeu nyuKa
T'uca xapakTepusyeTcsi BBIPAXKEHHBIM orkiaonernem 90C.
IIpx aToM Yroj O coCTaBJsfer ~30° u memnsme (—45°, —90°,
—120°). YmupeHHe KOMIJIEKCa QRS moskeT ObITH He3HATH-
TeJIbHBIM, OOBIYHO OH HECKOJBKO YIIMPeH B OTBESHHIX Vs.6.
B npaBbIX OTBeJeHUAX HabioAa0TCHd rnybokne M paciiemn-
nennsie 3y6unt S (puc. 40).

Ilna M30TMPOBAHHON 6nokabl 3adnel neol eemeu nyi-
xa Tuca HauGosee THIMYHO Pe3KOe OTKJIOHEHHE 90C Bmpaso
(yrom o 2 + 120°), ymwupenue H paciienyieEne KOMILIeKca
QRS B JeBBIX OTBeeHHAX (Vs, V). IIpu aTOM B OTBEAEHMAX
Vj,2 IPAKTHYeCKH OTCYTCTBYET ay6ernr R, TaMm perucTpupyercs
ayGen QS (puc. 41).
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Vs

Puc. 40. 9KI' mansunka 14 ner ¢ MKJl. Brnokaaa mepeaneii neBoit
peTBM nmy4ka ['mca. Yron a = —45°

Puc. 41. Huskoponbtaas DKI. Brokana 3agueil BeTBH JeBoi
HOXKKHM nyuka ['mca (a0 = +127°) (zeBouxa 11 ner, B aHaMHe-
g8 = THYECKHH PAMT)

IIpu coyeTaHMM JBYX MJIM HECKOJBKMX DPA3HOCTOPOHHHX
npogonbHbIX 610kan Ha OKI' nmeroTes NpU3HAKH HapyIIeHAA
IPOBOAMMOCTH IO PadHbIM HOXKKaM myuka I'mca.
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Puc. 42, 9KT manbuuka 13 jeT ¢ HepeBMATHYECKHM MHOKAPAHTOM.
Henonmas 670kaja MpaBoil HOXKKH IydKa Tuca mepHOAMYECKH Me-
PEXOAMT B MOJIHYIO (B OTBeJIeHUH V, 2-it u 3-# KOMILJIEKCHI)

BHYTpHKeNyA0UKOBble GJIOKaABI BOSHUKAIOT Y gereit Ha
¢doHe TexyIlero MHOKAPAUTA pa3NMYHON STHUOJIOTHH, IIPH
2TOM OHM MOIYT GBITH MpexoAsimumu (puc. 42). V pgereit ¢
MKJl ¥ KapAMOCKJIEpo30M OOBIYHO BBIABJIAIOTCA croiikue
6r0Kaxbl HOXeK myuka I'mca. Mbl wacTo HaGMIOLaH Pa3anud-
Hble BHYTPMIKeJyJIOUKOBbIe GJIOKagbl y AeTell ¢ Heomepupo-
BAHHBIMU BPO’KJEHHBIMM MOPOKAMM CepAua, a TaKxe 6s10Ka-
Ibl, KOTOpBIe TOSBJSIMCH TOocie omepanuit Ha cepame. Y
BBpOCJBIX 6JIOKAABI HOXKEK TMyuka I'ca 4acTo MoABIAIOTC HA
DKT BesiefcTBHe MepeHeCeHHOro MHMAapKTa MHOKApAQ.

CrenuasIbHOTO JIeUeHHsl TPH BHYTPHKETyA0TKOBBIX 6J10-
kagax Her. HyKHO JleuuTh jeTeil MO II0BOJY OCHOBHOTO 3abo-
nepaHus. EciM 3TO MHOKAPAUT, NPHUMEHSIOT TIJIIOKOKOPTH-
kouapl, ecniu MEKJ] — kapamorTpodHble cpeacTBa. Hexena-
TeJbHO HABHAUATH Npemapathl Kajius, [-aapeHo6ioKaTophI,
cepleunble TAMKO3UAbL. JleTsiM € BHYTPHIKENTYAOUKOBBIMH
670KagaMH PeKOMeHAyeTCsi orpaHuYeHHe QU3NUECKUX HATPY-
sok. Takne AeTH He JOJKHBI 3aHMMATHCS B CIOPTHBHBLIX CeK-
nHAX.
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KOMBHHUPOBAHHBIE APUTMHH

KoM6MHNPOBAHHBIMYU HA3LIBAIOT TaKWe APUTMHHU, IPH KO-
TOpHIX HADYIIEHBI OfHOBPEMEHHO HECKOJbKO (GYHKIUH cepa-
na. JleueHMe TAKMX APUTMHN KpaiHe CJIOXKHO, & IPOTHO3
Beerja cepbedeH. K HMM OTHOCATCA CHHIPOM cJaG0OCTH CHHY-
COBOTO y3J1a U ATPUOBEHTPUKYJIAPHAA AUCCONMALAA.

CuEIpoM ci1aGoCTH CHHYCOBOTO y3ia

CungpoM cnabocTH CHHYCOBOTO y3Jia COCTABJIAET OKOJIO
3% Bcex apuUTMHIii y Aereil. OTo HApyIIeHHe PUTMA HMeeT He-
CKOJLKO HABBAHMIl: CHHAPOM cJaGoCTH CHHYCOBOTO Yy3Jja
(CCCY), muchynkuus cuxoarpuanboro yana (ICAV), cmm-
npoM «GonbHoro cunyca». Ilpu aTom BHAe apUTMH# HapymIe-
HBbl QYHKIMK ABTOMATH3MA, IPOBOIMMOCTH U BO3GYXMMOCTH.

ITpesxae Bcero cTpajaeT GYHKIUSA aBTOMATH3MA, UTO IaCTO
CBA3BIBAIOT ¢ HADYIIeHHWeM NMUTAHHUA CHHYCOBOTO y3ja BCJIeA-
CTBMe Cy)KeHMA HJIHM CKJeposa nuraomeii ero aprepuu. He
HCKJIIOUeHOo, YTO CHHJDOM HMMeeT HacJeACTBEHHBIX XapakTep.
B snureparype ommcaHbl ciydau cemeiiroro CCCV. M= Ha-
G110aM ceMblo, B KOTOPOil MaTh M JBOe ChHIHOBed CTpajain
CCCY pagsHoii cTemenn BhIpaykeHHOCTH. IIpmoGpeTeHHEIe
¢opmer CCCY obycoBens! MopaXkeHHeM CHHYCOBOTo y3zia X
JAPYTMX OT/le0B IPOBOXHMKOBOW CHCTEMEI B pesyibTarTe Ile-
peHeceHHBIX KapAHUTOB, KAPAMOMHUONATHHN, KAPAHOCKIEPO3a.

Kauruuecku n no OKI' pasnuuaing TPH CTaIWH mpomecca.

I cmadus nposBisercsi B BhJe BBIPAYXKEHHOH CHHYCO-
BOil GpajMKapAMH, KOTOPAS MOKET MPOJOJKATECS HEeAeNAMH,
MecanaMu, rogaMu. dacTo oHA He AMATHOCTHPYeTCHA, TAK KaK
0co60il KJIMHHUECKOH CHMITOMATHKHM He HMeeT. JleTH MOryT
JKAJIOBATHCA HA OBIIYIO caBoCTh, TOJOBOKPYKeHHe, 0coGeHHO
nocsie (uaMueckoil Harpysku. XapakTepHO, 9TO dyHKOHO-
HaspHAS 1pobGa ¢ @mponuHOM TPH TaKOK cuHycoBoi Gpaxu-
Kap/iu{ He ydamlaeT PUTM, UTO FOBOPHT O CePbe3HBIX IOBpe-
JKIeHNAX CHHYCOBBIX IeicMeKepoB.

II cmadusa — BhIpa)kaeTcss BpeMeHHBIM OTKA30M CHHY-
COBOro yaja MJM CHHOATPMANbHOMN GroKajoi. IIpn sToM Ha
¢doHe cHHycoBoil GpagMKapAMM IePHOAMYECKH BOSHHKAIT
JUIMHHbIE IMACTOJNMYECKHe May3bl, BO BPeMs KOTOPBIX Yy pe-
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GeHKa MOTYT HOSBHUTBCS TOJOBOKDY»KeHue, ciabocTs, o6Mo-
pox. Ha OKT BuAHBI mayssl, HHOTJA BMellaioliie B cebs mBa
nukia. Ilociae mayasl MOXKeT HAUAThCs JIHOGOH reTepoTONHBIH
(BBICKAJIB3BIBAIOI M) PUTM.

IIT cmadus — Taxk Ha3bIBaeMBI CHHIPOM OpaguMTaxuKap-
nun, wiu cungapom Illopra. Ilpm arTom Gpagmkapaus, Kak
NOpaBuJo, CHHycOBas (MHOTAA MOXKeT 6bITh IpencepAHOil), a
TaXMKAPAUA — BCErja dKTONMYecKas, OHA OObIYHO HAYMHAET-
cA mocyie AJIMHHOHM maysbl. ¥ JeTeil dale BcTpedaeTcs Hai-
skenygoukoBas gopma (puc. 43). Horja BhIpAXKeHHAS CHHY-
coBas GpagMKapAUsA MOMKET CMEHAThCS NPHCTYIIOM HaKery-
nouxosoit IIT uiam mMapoKCU3MOM MepLaHHA npejpcepAauit, mo-
cJie 4ero yacTo O6bIBaeT AJIMTebHAS aCHCTOJIHA, BO BpeMd KO-
Topoii HaGNIONAIOTCA TOJIOBOKPY’KeHHe, OOMOPOK, moTeps
cosnanus, npuctyn Moprarsu—Anamca—Croxkca.

Tlporaos mpu CCCY Bcerpa cepbesbiit. [leram ¢ CCCY
NPOTHBOMOKA3aHE! (pH3NUECKHe TMePerpyskH, TaK Kak MOXKeT
pasBUThCH [JMTeJNbHAS ACHCTOJNHS BCJIEJCTBUE IepeyToMJe-
HAs CHHYCOBOTO y3Jia ¥ OKTOIMYECKOTO BOAMTENS PUTMa U
BHE3AITHO HACTYNHTh cMepTh. TpeThsl cTagus mnpouecca MoxeT
CONpPOBOKAATLCA THIePKOAryAiiei 1 TpPoM60aMEOINAMU.

CnenpnanpHoro jeuenus npu CCCY mer. Hasmauaior Kap-
IMOTPOGHKH, IPH KAPAUTAX — MPOTHBOBOCIAJIMTENbHbIE IIPe-
mapatsl (rmoxokoprukougs). Ilpu III cragum, B ciydaax
JUTATeNbHOM SKTONMMYECKON TaXMKapJAuH, NPHUMEHAIT aHTH-
apuUTMHUYecKHe Tpenapats! (u3onmur, comauxnon). Ilpu pasBu-
THH CepIeYHON HEeJOCTATOYHOCTH MCHOJIb3yloT duzoxcun. Bee
9TM TpemapaThl NPMMEHSIOT B CTalUOHAPe IO KOHTPOJeM
YCC u OKTI. IIpn HaclefCTBEHHBIX M BPOXJEHHBIX (opMax
MeAMKaMeHTO3HAs Tepanus addexra He maer. [deru c CCCY
ZIOJKHBI 0o6ceoBaThCsl B KAPAHOXMPYPrHYECKHUX OT/eJIeHH-
X HapYILIeHMI pUTMa, rae Oyler pemartbes Bompoc o6 HCKyc-
CTBEHHOM BOJHUTe]e PUTMa (KapAHOCTHMYJIATOPE).

Puc. 43. CCCY, III cramua (cuuycopas OpagMKapius CMeHsSeTCA HMX-
HempejcepAHoit Taxukapaued) (Manbuuk 10 jeT ¢ HepeBMATHYECKHM
KapAHTOM)
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ATpHOBEHTPHKYIAPHASA AUCCONHATMA

AB aucconuanus — Takoe HapylleHHWe DHTMa, OPA KOTO-
pOM B cepAlle HMEIOTCA ABA IIeHTPA ABTOMATH3MA (opuE — Aas
npeacepAuii, APyroi — And JKeJyZI0OYKOB) ¥ TOJNHaA (MHOrAa
npexonamas) AB Grokasa (aHTeporpafHad # o6s3aTeNbHO
perporpajgHas). IIpu aTOM PHTM nmpencepAuMit Bcerja pexe,
yeM JKeNyJ0UKOB (B 3TOM COCTOMT OTIHIHE OT TOJIHOM TOTe-
peuHoit AB 610Ka/ibl, OMUCAHHOK BBHIIIE).

Ipencepaus Bo30yKAaOTCA M COKpAmaiorcs OT neiicme-
KepoB, HAXOASI[MXCA B CHHYCOBOM y3Je, pexe B npejcepaa-
AX, a YKeJyJOYKH — OT IeifcMeKepoB, PACIOJIOKEHHBIX B AB
CoefMHeHMH, cTBoJe Mydka I'Mca, peIKo B IKeXyAOIKax.
PHTM KeyJOYKOB OTHOCHTENBHO 4HacThbli, UTO rOBOPHUT o6
AKTMBHOCTH 9KTOMHMYECKHX OUAroB aBTOMATH3MA.

B page cryuaeB AB pucconuanus He AMeeT KJIMHAYECKAX
NposABJNeHHil ¥ AUATHOCTHPYeTCH TOJBKO IO DKT, rae o6Bapy-
>KMBaeTCs HesaBUCHMoe BO3Oy)KIeHHe npeacepAMil M JKeNIy-
JIOYKOB C OTHOCHTENBHO UACTHIM PHTMOM JKeTyAOHUKOB. Ecmu
BpeMeHHO mcUe3aeT aHTeporpajHas AB 6noxana, Ha KT mo-

V2

Puc. 44. OKT pesoukn 7 ner ¢ MKJl. Hsomerpuieckas AB nucco-
nnanns. PurM skenypoukos — 86 cokp it B 1 MuH, 0P
Anit — 81
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ABJAIOTCA HOpMaJsibHble 3y6usl P, cBA3aHHBIE ¢ KOMIJIEKCAMHU
QRS u nocToAHHBIM MHTepBajsoM P—Q.

Korga mnpepcepansi ¥ JKeJyAOYKHM Bo30OYXKIawTCA M CO-
KpamamTcs MOYTA B OAMHAKOBOM TeMIle (XOTS M M3 PasHBIX
nenrpos), Ha OKI' sybem P perucTpmpyerca pALOM C KOM-
nnexkcom QRS, To mpubamikasck K HeMy, TO yAalAfACh OT He-
ro, TO CAMBASCH ¢ HUM. B TakoM ciydyae roBopAT o6 H30MeT-
pnueckoit AB aucconmanuu (puc. 44).

AB gucconuanusa BosHukaer y gereit ¢ MKJl Ha doHe Te-
KyIero MMOKapAuTa, KADAHOMHONATHH, MHOTAA MOJKET IMOf-
BATHLCA IPHU BHIPA’KEHHON BaroTOHMWH.

CnenuanbHoro jedenus npu AB maucconmanuu Her. Heobxo-
JIMMa Tepanus OoCHOBHOro 3afosieBaHus. IIpOTHBONOKA3AHEI Tpe-
napaThl Kaaus, 3-aJpeHo6I0KaTopsl, cepAedHble IITHKO3UIBI.

QJIEKTPOKAPJJHOTPAOHYECKHE CHHIPOMBI
NPEIBO3BYKJIEHHUA JKEJIYJTOYKOB

DneKTpoKapanorpaduueckue CHHAPOMBI NpPefBO36YMKAeHHA
JKEJYAOIKOB 4aCTO OCJIOMKHSAIOTCH 9KCTPACHCTONMEH MJIHM IpH-
crynamu IIT. AHaTOMHYeCKOM OCHOBOM BCEX ITHUX CHHIPOMOB
ABJISIETCS HAJW9IMe BPOXKAEHHBIX AOMOJHHUTENbHBIX (aHOMAJb-
HBIX) IPOBOJHUKOBLIX IyTei, YTO co3faeT 6ady M BOSHUKHO-
BeHMS MeXaHM3Ma DHEHTPH M mocieayomux aputmuit. Co-
rJacHO HAIIMM HAGJIOJeHWSM, CHHAPOMBI IPefBO3OYXKAeHNA
JKeJTYJIOYKOB 4acTO BCTPedaloTes y JeTeil ¢ NPOABIEHUAMH Me-
3eHXMMAJIbHOM JMCIJIA3MM COeAMHHUTENIbHOM TKaHM cepaula B
BH/le NPOJIANicA MHTPAJIBHOIO KJalaHa ¢ ero MMKCOMATO3HBIMH
HM3MEHEHHUAMH, [ONOJHUTEJLHOH XOpABI JIEBOrO XKeJylouKa,
aHeBPU3MBI IePeropofioK, OTKPBITOTO OBAJIBHOIO OKHa. Boa-
MOXXHO, AHOMAJIbHble MPOBOZHHKOBBIE INYTH CAMH SIBIAIOTCH
NpUBHAKAMM JWCIJIA3NM COeMHUTEIbHOM TKAHM cepAlA.

Cunapom Bomsdda—Ilapkuacona—Yaiita
(cumpgpom WPW)

IIpn curpgpome WPW BBIABIIEHBI JQONMOJHHTENbHBIE MPO-
BOAHMKOBBIe MyuKkyn KeHTa, coefMHAIOMME MHOKApA Npejacep-
AU ¢ MHOKAPAOM JKeJyAO4YKOB. BoJiHa BO36Y)XIeHHA OT
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npefcepAMit K JKeJYAOUKAM MOXKeT PACHIPOCTPAHATECA MO
aruM myTaAM, MuHYS AB coefuHeHMe, a 3HAYUT, YCKOPEHHO,
Ges sagepkn. B cBssm ¢ oTuM Ha OKT mosBisioTcHd cBOe0G-
pasHble M3MeHeHHsA: YKOPOUeHHe MHTepBasa P-Q 3a cuer OT-
cyreTBHs cerMenTa PQ, OTpaskaiomero 3afepiKKy UMIyIbca B
AB coeIWHeHHH; yIIMpeHHe U AedopManusA KeayA0TKOBOTO
kommiekca QRST BeieficTBHE HeNpaBUJIBHOTO pacmpocTpaHe-
HUS BONHBI BO3OY)KIeHHMs IO KeJyaoukaM. BEIpaxkeHHOCTH
KeopMAIHH KeJyIOYKOBOro KOMIUIEKCA 3ABHCHT OT TOTO,
KyJa HATIpaBJIeH aHOMAJNBHBIH NMYTh! K JIEBOMY HIH paBoMy
»KeJNYI0UKY, K BepXHel, cpejHeil HIM HUKHe#l JacTH XKery-
nouxos (puc. 45).

Nuorga Ha OKI dukxcupyercsa npexoAfAINui CHHAPOM
WPW. 910 roBopuT O TOM, YTO MONEPEMEHHO (yHKIMOHUPY-
jorT 06a MyTH MPOBeJIeHUs HUMIyJIbca — HopMasbHBIH (AB myTh)

avR
W W
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avF
V‘_.Y\W w
Vs
V2
i’w\ :IW
Puc. 45. Curnpom WPW. BuisiBjieH y AeBOYKH 3 ner 6e3 comyTCT-
pyiomero 3aGoneBanns cepaua Ha ¢ore ocTpoit pecnMpaTopHOi HH-
dexunn. B ganbHeitmeM no AAHHBIM V3U BBIABJIEHB! JONOJIHHTEb-

HAs XOPAA JIEBOTO JKEYAOWKA W MPOJANC MHTPATLHOTO KJIana”sa
I crenenn
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u momonHuTeNbHBIA (ny4oxk Kenra). B TakoM ciyyae BUAHBI
To HOpMaJIbHBIE KOMILJIEKCH, To AedopMupoBanHble (puc. 46).

Cungpom WPW uame BeTpeuaerca y Aesouek. IIpumepHO
B moJIoBHHe ciaydaeB oH ocioxkHsercs IIT (B ocrosromM AB
dopmoit) uau skerpacucronueir. OfHAKO TOUHO CKA3aTh, KaK
YacTo BTOT CHUHAPOM OCJIOXKHSIETCS ApPUTMHUeH, CJIOKHO, IIO-
CKOJIbKY IPHCTYIbl 9KTONMYECKOH TAXMKAPAUH MOTYT OBITH
KODOTKMMHM ¥ He BbI3blBaTh CYO'beKTHBHBIX OINyLIeHUH, a
3HAUMT, U He PUKCHPOBATHCH.

Cungpom WPW mosxer 6b1Th oGHapy»KeH B J106oM Bo3pac-
Te, Aake y HoBoposkaeHHBIX. JIioGoe comyTcTBylomee 3a6oie-
BaHHe cep/lla, IpoTeKawilee ¢ HapymeHieM AB mposogumo-
CTH, MOKeT cIocoGCTBOBATEL ero mposBieHHI0. Mel dyacTo Ha-
Gmoanu y mereil mKosbHOro Bodpacra curapom WPW, mpo-
apnawomuiica Ha dore CBI nuau MKJI.

Ilocroauusit cuapom WPW, Tem Gosee ¢ mpucTymamMu
APUTMHH, HapyliaeT BHYTPHCEDJEYHYH IeMOJUMHAMHUKY, 4YTO
BefleT K DACIIMPEHMIO KaMep cepAlla M CHMXKEHHMIO COKpaTH-
TeJbHOH cIOCOOHOCTH MHOKapAA.

Ins caarus npuctynoB IIT, Hapymamomux reMogMHaMH-
Ky M MeLIalIIUX XXUTh, HeobXoAuMa pajuKasbHas KOPPeK-
nus B BUe AeCTPYyKUMH (abisAnuu) JOMOTHUTETBHOrO MydKa.
B mocsiefHue TofbI 3TO MPOBOAMUTCA PAJUOYACTOTHBIM METO-

Puc. 46. IKI' manpuuka 8 ser c¢ CBJ[. Ilpexoasammuit cuHApPOM

WPW. 1-it u 5-if KoMIeKchl HopmasbHBIe; 2-i, 3-# u 4-if — ne-

¢opmuposansl. ITo gasEbiM Y3U BhifBIeH NpoJanc MHTPaJbHOrO
knanana II crenenn
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oM (pammouacToTHAA AGNANMS) MM C TOMOIIBIO Jasepa B
KapAMOXUDPYPrUueCKUX OT/eNeHUAX, Ife JeJaTcs AeTH C Ha-
pYILeHUSMA PUTMA.

KoHcepBaTHBHAA TepalMs TAKMX [eTell sakjiouaercd B
sledeHUH (OHOBHIX MJIM CONYTCTBYIOIIUX sabonesaruit (CB],
MK]I, XxpoHUUYecKHe odard WHGEeKIUH U np.). Hpucrynsr IIT
CHHUMAIOTCS ¢ TOMOIbI0 AHTHADUTMHUYECKHX Ipenaparos.
Jins npodMIAKTHKA APUTMHM HPOBOJAT KYPCHl Tepamuu na-
HaHzuHOM (ACNAPKAMOM ), AMEHONOLOM, COMANEKCOM.

CHHIPOM YKOPOYEHHOr0 HHTepBaJa P-Q

V gereil ¢ CHHAPOMOM YKOPOYeHHOTo MHTepBaja P-Q BEI-
sBJIeHBI JOMOJNHUTEbHBIE TPOBOAHKKOBEIe myuk: [lxeiimMca,
CoeMHSAIOMME MUOKAD/ IpelCepAnii co CTBOJIOM IMydKa Tuca.
Ipu arom Ha IKI' oTcyTeTByeT CerMeHT PQ, syben, P mpm-
GaMsKeH K KoMiuekey QRS, a jXeJyNOYKOBHIA KOMILIEKC He
HaMeHeH, TAK KaK BOJHA BO30YKAeHHS PaCIpPOCTPAHAETCH
OBBIYHBIM IIyTeM, OT CTBOJIA MyuKa I'ica IO HOXKKAM K JKewy-
noukam, cBepxy BHUS (puc. 47).

oS Mt Sopar— -

1

L~ NI

V2

Puc. 47. 9KT maapuuka 10 ger ¢ CBI. Cun-
JIPOM  YKOPOYeHHOro HHTepBAJA PQ B
aHeMHe3e MPHCTYIIBI nappkenyouxosoi IIT.
Ilo pamnen Y3M cepana, MMmeercs AomoJ-
HHUTeJIbHAA XOpJa JieBoro MKeJyIouKa
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Ecau HeT comyTcTBYIOIeH apUTMHM, CHHIPOM CyGbek-
THBHO ¥ KJMHUYECKU He mposAsisercda. Ilo HamumM Habiwo-
JeHUAM CHHJPOM dalle BcTpedaeTcs y peBouek. B 10%
cly4aeB OH OCJOXKHAeTcA aKcTpacucroauei unu IIT (wame
HaJ KenynouKoBoi). TakTUKa BeleHHUA JeTeil ¢ CHHAPOMOM
YKOpOYeHHOro MHTepBaja P—Q Takas )Ke, KaKk W IPHU CHH-
apome WPW.

CHHApOM IapuHaJbHOrO NPeaABO30YKACHU S
xemynouxos (CIIIIIK)

ITosinenue CIIIIYK nHa DOKI' cBA3LIBAIOT ¢ HAJM4YUEM [0O-
TIOJIHUTEeILHOTO MPOBOAHMKOBOro myuka MaxeiiMa, coefu-
HAIEro HUXKHIOW 4YacTh AB coegMHeHUs HJHM BepPXHIOK
yacTh cTBOJIA My4ykKa I'Mca ¢ 6a3aJbHBIMU OTAEIAMH JKeTyLod-
koB. Ilpu atom Ha OKI' perucTpupyercs HOpMAaJbHBIH HHTEp-
Ban P-Q (MMImyJabc NmpOXOAUT depe3 COoeAMHEHHWe), a Iepen
YKeJIYI0YKOBBIM KOMIIJIEKCOM HUKCUpPyeTcs HeGosblIass BOJIHA
npefBo36yIKAeHUS JKeNyRouKoB (puc. 48).

CIIIIK, xak M gpyrue CUHAPOMEI MPeABO3OYMAEHUS HKey-
JIOYUKOB, MOJKET OCJIOXKHATHCS 3KCTPACHCTOJIMEH MJIM NPHUCTY-
namu IIT. MHorpaa y omgHoro u Toro ke peberka Ha OKI' mMoryT
NOABJATECA TO OJWH, TO APYroil CHHAPOM NpeABO36Y>KIeHUS
JKEJIYIOYKOB MJIM UX codyeTaHUs. IIpM 3TOM BepOSATHOCTH BO3-
HUKHOBEHHS aPUTMHH BO3PacTaer.

Bcem feTIM ¢ BBISABJIEHHBIMH 3JIeKTPOKapAuorpagpuyecKu-
MM CHHJIPOMAMM IpPeABO30YKAeHHA KeTYLOYKOB IPOTHBOIO-
Ka3aHbl 3aHATHA B CIOPTHBHBIX CEKUUAX, (U3NYECKHe Iepe-

IPY3KH.
‘M\w
M\:}L—w

Puc. 48. OKT manbuuka 8 ser ¢ CIIIIK
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PEIKHE 3JIEKTPOKAPJAOTPA®HYECKHE
CHHJPOMBI, IIPOTEKAIOIIHE C PA3JIAYHBIMHA
APATMHAMHA

CunjpoM paHHEi PenoaApH3anuH JKeIYA0IKOB
(CPPIK)

CPPJK mnpossisercsa Ha DKI' orcyTcTBHEM CerMeHTa ST,
Korja cpasy mocje KOMILIeKca QRS HauuHaeTCA ay6en, T
(moHBIK CHHAPOM), HMJIH HeBGOJBIION BOJHON TpeApenossapH-
sanuy, WAYyLei mocje KOMIIEKca QRS (nemonHBIA CHHAPOM).
Ero mOpoMCXOjK[eHHe B MOCJe/HHe TOAEI CBA3LIBAIOT C HAJIH-
ypeM BPOXKAEHHBIX [AOTOJHUTENBHBIX NPOBOJHUKOBBIX nyTei,

V2

Va

V4

Puc. 49. CPPK nonnbii (@) u HemoMHHI 0)
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PACHIOJIOKEHHBIX B JKeNyA0uKax. Eciu UMIYJbC IMPOXOAHUT IO
TAKUM AHOMAJBHBIM IYTAM, 9TO OTpakaeTcs Ha Qopme Ko-
HeUHOM YacTH KeJYAOYKOBOro KOMIIJIeKca (puc. 49).

Hepeaxo CPPJK Berpeuaercs y AeTeil ¢ pasiMiHBIMHU IpO-
SABJEHUAMHM Me3eHXMMAaJbHOH JUCIIa3huH CcoeIMHNATebHOM
rTkaHM cepAma. Kak M Bce CHHAPOMEI, MMelollye B cBoei oc-
HOBe JOTOJHUTEJbHbIE IMPOBOJHUKOBbIE IYTH, OH MOXeT
OCJIOKHATECSH HAPYIIeHUAMH PHTMA. IIOCKOJBKY AOMOTHH-
TeJbHbIe NPOBOAHHUKOBble NYYKH PAaCMOJIOKEHBl B obacTH
5KeJIY/IOYKOB, eCTb BEePOATHOCTh BOSHUKHOBEHMS JKENYNOUKO-
Boit axcrpacucronun uau IIT, pexxe — TpeneTaHHs KeJyAoH-
KOB, 4TO BCeria IpeJCTaBjfdeT yrpo3y KMU3HU 6onpHoro. UHo-
raa Ha DKI' BerpedaioTesi COYeTaHUA CPPX¥ c CIIII unu c
CHHAPOMOM YKOPOYEHHOT0 MHTepBaJa P-Q.

B cBAsM ¢ yrpos3oil pasBUTHA APUTMMA IeTAM C CPPK
IPOTUBONOKA3AHB! 3AHATUA B CIIOPTHBHBIX CEKIUAX M dusu-
yecKue Ieperpysku.

HaciieicTBeHHBI dJIeKTPOKAaPANOrpapuIecKHii CHH-
APOM YNIHHEHHOT0 MHTEepBalla Q-T

HacJie/icTBeHHBI 8J1eKTPOKAPAUOrPadUUeCKUil CHHAPOM
yanuHeHHOro MHTepBana Q-T BhIpakaercs Ha OKT ysenuye-
HUeM 9JIeKTPUYEeCKOH CHCTOJBI CepAla, HJIHM MHTepBaia Q-T,
3a cuer yanunenus cermenta ST. O6bIYHO NpU ITOM CHHAPO-
Me uHTepBas Q-T NpeBBIIIAET [AOJIKEHCTBYIOLLYIO BEJMUUHY
6osee uem Ha 0,05 c.

VsBecTHBI [iBa BapMaHTa 3TOr0 CHHApOMa: 1) ¢ HamMuueM
comyTeTByIOMme#l TYTOYXOCTH WJIM IONHOM TJIYyXOThl — CHH-
npom Ixepyanna—Jlanre—HuiceHa (1957); 2) 6e3 HapylIeHUs
ciyxa — cunapoM Pomano-Vopaa (1963). IlepBhIif BapumaHT
mepefiaeTcsi 1O AYTOCOMHO-PELeCCHBHOMY THIY HacJeIoBa-
HUA, BTOPOH — 1O AYTOCOMHO-IOMHHAHTHOMY.

CHMHAPOM YAJMHEHHOTO HMHTepBaua Q-T uacro GniBaeT
NpUUYMHOIl BHESANHON cMepTH, TAK KaK B n1060# MOMEHT,
0coB6eHHO TpH (U3HUECKOM HANpsKeHHH, MOIKET OCJIOK-
HUTHCS MPUCTYNOM JKeJyJOuKOBOH TaXWKapjAuH, Tpenera-
HUeM JKeJyAouKkoB, acucronueil. Takue AeTH njoxo mepe-
HocsT (usnueckue HArpy3ku. JI060i 1MCHXOIMOLMOHATE-
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HBIl cTpecc MOYKeT CIPOBOIMPOBATH HPHUCTYI IOTEPHA CO3-
HaHUA ¢ cygoporamu. Hepeako HabiiogaloTcss OOMODOKH HMIIH
MX SKBUBAJIEHTHI B BHJe 001ieil ciaboCcTH, roJIOBOKPYKEeHHA.

Junarnos ycraHasiuBaercs no DKI' ¢ yueToM KIMHHYECKOH
kapruHbl. [IpM NOJO3peHMM Ha HACJEJCTBEHHBIH CHHADPOM
yanuHerHoro nnarepsana Q-T xenarensHo cuATh OKI' y poxu-
Tesiei, cubcoB, GIMIKANIINX POJACTBEHHUKOB, TaK KaK BhIABIe-
HHMe y HUX AHAJOTMYHBIX M3MEHEeHWH [ejiaeT AUArHO3 JOCTO-
BepHbIM. Kpome Toro, AMar{Hos moATBeprKJaeTcA IMPU reHeTHYe-
ckoM obciiefoBaHuM (TIOKa3aHa KOHCYJIBTAIIMA TeHETHKA).

Jlns npoduIaKTHKA Pa3BUTHA ADUTMHI M B IelAX YKOPO-
yeHusi uHTepBasa Q-T mammeHTaM ¢ 3THM CHHADOMOM peKO-
MeHayeTcsi AiuTenbHoe (2 MecAma u Goslee) HasHadYeHHe
B-agpenobiokaropos (ananpuiun, 063udan, KOpdaHym U Ap.).
TlokasaHbl Tak’Ke TIIpenHapaTbl KaJbIud, KapAHOTPodHEIE
cpeacrBa (aeeum, puboicun). CreayeT orpaHMYHBATH (GH3H-
YyecKHe HATPY3KH.

I'IABA 10

HEPEBMATHYECKUE MHOKAPJHATHI
¥ IETEH

HepeBmaTuueckue MHOKAPAMTHI O00BeJUHSAIOT BOCHAJH-
TeJbHBbIe 3ab0JeBAHMS MHUOKApJa PasJN4YHOW O3THOJIOTHH, He
CBSI3AHHbBIE ¢ [3-TeMOJNTHYeCKNM CTPENTOKOKKOM IPynmbl A 1
anddysHpiMu 60Je3HAMH COeTHHUTEIbHON TKaHU.

IMopaxkenusi MHOKapaa, oOycloBJeHHBbIe [3-reMolHTHYEC-
KMM CTPeNTOKOKKOM TIpymnmel A, He3aBUCHMO OT KJIHHHYe-
CKUX TNpOABJIEHMIi oTHOCATCS K peBMaruamy. MckiodeHue
cocTaBisgeT PefKO BCTpevalol(uiicsi THOWHHYKOBBINA CTpenTo-
KOKKOBBIH MUOKAPAMT.
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HepeBMaTHIeCKUil MUOKAPAUT — MOJHAITHOJOTHYECKOE 3a-
6oJleBaHUe ¢ Pa3JIMYHBIM IATOreHe30M, [0ITOMY OIpe/ieleHne
«uH(peKIUOHHO-aJJIepruyecKuii» He OTpazaer CYMIHOCTH 60-
JNle3HM ¥ B HacTosllee BpeMs He npuMensercsa. B 1977 r.
H. A. BelokoHb IpefJOXKHJa MOJb30BATHCA B MeAHATPHH
TepMHUHOM «KAPAHUT», MOTHBHUPYS 3TO TeM, YTO BOCHIAJIUTENb-
HBI# mpomecc, JOKAaJM3ysch MPeUMYyLleCTBEHHO B MHOKaple,
HOYTH Bcerja MopajkaeT M OCTaJbHble 000JOUKH cepala (9H-
JOKapn, mepuKappu). ITo-BugMMOMY, TEPMHUH «KapJAHUT» BIIOJHE
npaBoMoOueH [Js feTel ¢ BPOXKAEHHBIM BOCHaJeHHEeM B Cepi-
me, Korga mmopakalorTcs 2—3 000JOYKM, a TP TpHOOpeTeH-
HBIX Ipoleccax HY)KHO IOJb30BATHCS TEPMHHOM «MHOKAap-
nuT», TeM Bosee cerogHsA, Korna Y3U cepaua mossosser J0-
BOJILHO UETKO OINpeJesIUTh JIOKaTU3aluIo BoCcIaJleHusI.

HepeBMaTuuecKHii MHOKApAUT Yallle BCTpeuaeTcs y AeTei,
YeM y B3POCJIBIX, GOJIEIOT NPeHMyIecTBeHHO MaabunKu. IIpo-
6leMa HepeBMATHMYECKMX MMOKADAUTOB B MeAMATPHM SBJIAET-
¢s ZOBOJLHO CEpPhe3Holf, UTO CBS3aHO ¢ MX Mcxofamu. JInumie
yyTs GoJiee IOJIOBHHBI JeTell ¢ HepeBMAaTHYeCKHMH MHOKap-
JMUTAMHA TIOJIHOCTHIO BBIBZAOPABIMBAIOT. [pyrumu ucxojpamu,
KpoMe JIeTaJbHOTO, MOTYT OBITh KapJAMOCKJIepo3 co CTOMKON
apuTMuell MM HapylIeHHeM MPOBOAMMOCTH, IPOrpeccHpyio-
mas MKJ[ ¢ mocTeneHHBIM CHUYKeHHEM COKPATUTENbHOH CIIO-
CcOGHOCTM MHMOKapjAa M PadBUTHEM cepJedHOH HeJ0CTaTOuHO-
CTH, JIeroyHasi T'MIEPTeH3us M runeprpopus mMuokapaa. Jle-
TaJbHBIH MCXOJ YacTO HACTyNaeT y JeTeidl ¢ PaHHUMH BPOXK-
JIeHHBIMM MHOKAPAUTAMHM (MM KapAMTaMM), a Takike IPH pas-
BUTMM XPOHMUYECKOTO IIpollecca, KOTOPbIH HepeAKO CONPOBOIK-
JlaeTcs JIeBOXKeIYAOUKOBBIMU TaXUKapPAHAMU.

Exusoii obulenpuHATOH KilaccHuHUKaluu HepeBMaTuye-
CKMX MHOKAPAUTOB y jeTeil HeT. MBI MCIOJNb3yeM Kjaccudu-
Kanuio, npeanoxennyio H. A. Beirokons (1987).

Ilo BpeMeHM BOBHMKHOBEHMS MHOKADAMTHI JeJAT HA 6DPOdic-
dennvie u npuobpemennsie. BpoxkienHble MUOKAaPAUTHI (111
KApJAUThI) BOSHUKAIOT BCJIEACTBHE BO3JEHCTBUSA HA JKEHUMH
HeGiaronpuATHLIX GakTopoB Bo BpeMs Gepemennoctn. Cpeau
HUX PpasjuyaloT paHHHMe KapAuThl (pubpoanacros, sinacTo
¢ubpos), Korga mopaxieHMe MHOKapjAa NPOMCXOAUT B CPOKH
or 4 no 7 mecsineB GepeMeHHOCTH, M TMO3JHHE, NPH KOTOPHIX
noBpexaalomuil GakTop AeifcTByeT Ha cepjle nocie 7 mecs-
1ueB 6epeMeHHOCTH.
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Ilo TeueHMI0 MMOKADAUTHI OBIBAIOT OCMpbLe, KOTAA BOCIA-
JleHne 3aKaHUMBAaeTcA B TeueHHWe 3 MecAneB; nodocmpbie,
OpH KOTOPHIX Hpouecc 3arAruBaercsa mo 1,5 roma, m xponu-
weckue, npoposkamuecs 6onee 1,5 roga. Xponudeckoe Te-
YeHHe MUOKADAMTOB NPH3HAETCS He BCEMH aBTOpaMH. Boa-
MOKHO, B BTOM cJiydae npeobajalOlAM SBJISETCS He BOCIHA-
JIUTeNbHBIN, 8 TPOrpecCHpyIONIUi JUCcTPpOoUYECKUH Iporece.

MuoKapIuT HepeJKO CONPOBOXKJAeTCS PAa3THYHBEIMH ApHUT-
MusaMH U 6nokagamu (y 50-60% pnereit), 4To JOIKHO YKaskbl-
BaThCA B JHATHO3E.

Kpome Toro, B guarxose o6s3aTeJbHO yKa3blBaeTCs HAJIH-
4YHe MJIM OTCYTCTBME CepJAeYyHOU HeJOCTATOYHOCTH, KOTOPOMH
MosxeT ocnoxHuTheA Kapaut (CHy, CHy, CHyy,, CHygg, CHyyy).

Cpeau amuonozuveckux ¢paxmoposé NepBoe MeCTO 3aHH-
maioT Bupycsl (70-80% ). M3BecTHa KapAHOTPOMHOCTHL BHPY-
coB rpynnsl Kokcaku A u B, rpynner ECHO, repmeca, kpac-
Hyxu. IToBpexaaioiiee AeiicTBHe HA MHOKApPA MOIYT OKas3aTh
BHPYChI TPUMIA, KOPH, 8JeHOBHPYCHI.

IIpuuMHON PAa3BHUTHA MHOKAPAMTA MOKeT OBITH IPOTOB0M-
Hasg MHpeKnHuA (TOKCONIasMo3, XJaMHAHA3), pexke — Iapasu-
Thbl, TPUOKH.

Annepzuveckue MHOKapAUTHl BO3HHKAIOT Ha GoHe obmei
ajseprudeckoil peakuum (Ha 6-8-i 1eHB), OHM MOTyT pas-
BUThCA KaK CJIeJCTBHE JEeKADCTBEHHOW MJIH NOCTBAKIIMHAJB-
HOIt (CBIBOPOTOYHOIT) anepruu. JlekapcTBeHHBIe MHOKAPAUTEL
qalle MPOSIBIAITCA NOCJe BBeJeHHs anTubuornkos (50%),
pexxe — cyiabdarunamugoB (15%), NHPa30JOHOBBIX NpPOH3-
poaubix (11,3%), HoBokauua (7,6%), spuaura (1,8%) u Aap.
K ¢akropam pucKa pasBUTHSA aJJlepruyeCKMX MHOKApAHTOB
OTHOCATCA OTATOIIEHHAs HACJIeJACTBEHHOCTh MO AJIJIEprHH,
JleKapcTBeHHAs aJlJIeprusi B aHAMHe3e, a TaK)Ke HAJIWYHe oda-
roB XpOHNYeCcKOW MHGEKINH, DHAOKPHHHbIE HapyIIeHud.

Covi60pomounsie (MOCTBAKIMHANIbHBIE) MUOKADAUTHI BO3-
HHUKAIOT B OCHOBHOM IIOCJIe BBeJeHHs MPOTHBOCTOJOHAYHOMH
ChIBOPOTKHM MJIM aHaTokcuHa (93%). H3BecTHBI ciaydam pas-
BUTHS MHOKAPJHTOB IOcJie TPUBUBOK MPOTHB KOPH M AudTe-
puu. IlpoBouupyouinmMu ¢GakTopaMu SBJISIOTCH HecoOJIoae-
HHe [paBMJ TpOBejeHUss NPOPUIAKTHUYECKHX IPUBHBOK
(BAKIIMHALMSA BO BPeMs OCTPHIX PeCHHPATOPHBIX HH(peKIUH
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nan Ha (GoHe TPOSBJIEHNH ajjleprun) U HaJWYKe MOCTBAKIM-
HAJILHBIX PeaKIuil B aHaMHe3e.

Baxmepuansvrubie MHOKADAUTBI CETORHA BCTPEHAIOTCHA
penko, Toraa kak B 30—40-e rogpt XX B. OHW 3aHUMAJH Tep-
Boe MecTo mo dacrore. Jamle GakTepHMaJbHBIA MHOKADIAMUT
BO3HMKAeT Ha (DOHE CcellCcHca WM TAXKeJOoH NecTPYKTHUBHOIM
ITHeBMOHMH, Pe)ke — IpPH HaJIAYWM JAPYTHX o4aros GakrepH-
anbHO# mHGexnuu. IIpH 3TOM, Kak NPaBHJIO, MUMeeTcs CHHU-
JKeHMe obI[ero UM MeCTHOro MMMYHHUTeTa.

Toxcuveckue MHOKADAUTHI MOTYT DasBUThCA NpU Andre-
PUM MJIM TSKeJIBIX NHIIeBBIX U JeKapCTBEHHBIX OTPABIEHUAX.

OnucaHbl MHOKADAMTHI, BbI3BAHHBIE (pu3auiecKumu 1 pa-
JuayuorHbLMU 6030elCMEUAMU.

Omnpe/ieslenie «MANONATHYECKHI» NPUMEHAETCA K MHOKAap-
JIWTY HeycTAHOBJIEHHOW aTHojorHM. B ciydae JerajibHOro Mc-
Xofla TIpH HeBBIACHEHHOil NMpUYNMHe BOSHUKHOBEHHs 3aboyeBa-
HUS MMEIOT B BHUAY TSUKeJblil MIAMONATHYECKMH MHOKApIHT
A6pamosa—®ujsepa, KOTOPbIH MPOTEKaeT OCTPO, ¢ KapAnoMe-
raJmeil U IMporpeccupyroIeil cepieuHoi He0CTaTOYHOCTHIO.

ITamozernea HepeBMATHYECKNX MMOKADAUTOB pasHoobpa-
gen. MoskeT WMeTb MeCTO HeNocpe[CTBeHHOe BHeJpeHHe
aTHOJIOTHYecKOoro (akTopa B MHOLUMT (Hampumep, IPH JHTe-
POBHMPYCHBIX MHQEKIHMAX) € MOCHeAYIOMUM PasBUTHEM BOC-
maMuTeNbHONH M JeCTPYKTMBHON peakuuii, a uamie GbiBaer
orocpeloBaHHOE BIMsSHME HA MHOKAapJ TOKCHHOB, aHTHTe,
MMMYHHBIX KOMIIJIEKCOB. Pa3BHUTHIO MHOKAPAMTA cnocobeT-
BYIOT HAPYIIEHMS MMKPOIMPKYJIANMM B MHOKapie: TPomMGo-
OATHl (JATOIUTUPYIOT BHPYCHI, IPH 3TOM OHM JIETKO CKJeHBa-
10TcsA, 06pasdyst MUKPOTPOMObl B MeJKUX COCy[aX, UTO MPHBO-
JIAT K CTAady ¥ BTOPUYHOMY TOPAsKEeHNIO MbIIIEUHBIX BOJOKOH.

Mopdosnoruueckn pasjaudaoT AudQy3HbIe M OUATOBLIE
MuOKapAuTHL. 1Ipn dug@y3nom MHOKapAUTe cepile yBejnye-
HO, MMEIOTCS OTeK MHTepCTHI[MAILHON TKAHM C TMCTHONMM}O-
nuTapHoOil MHGUIbTPaNMeH M pasjuYHbIe JereHepaTHBHbIE H3-
MeHeH1sl B MbIIIeYHBIX BoJoKHaX. IIpu owazosom MHOKapauTe
cepAlle He yBeJMUEeHO, OOHADY)KMBAIOTCA YYACTKH JHMQOrH-
cTHOMUTAPHON MHPUIBTPALMM B MHOKapAe. JTH YYacTKH Mo-
IyT JIOKaJIM30BAThCA B MPOBOAHMKOBOI cucTeMe cepAua, 4TO
KJIMHHYECKH NPOSBJAeTcs B BUAe aDUTMHUIT U GIoKax.
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BPOKJEHHBIE MUOKAPIHATHI

BposkjeHHBle MHOKAPAUTHI (KAPAMTHI) PpaA3BUBAIOTCH Y
mioja. B MX NpoMcXorKJeHMM HeMaJlyl0 poJib HIrpalT coMa-
Tuyeckue 3aboneBaHus GepeMeHHON >KeHIIWHBI, HapyIIeHHe
NPOHUIA€MOCTH IJIALIEHTHI, CHUYKeHNe UMMYHUTeTa MaTepH U
nJjoxa, BHYTpUYTpoGHAs TMIOKCcHA miaoga. Ilo cpokaMm Bo3-
HUKHOBEHMS Pas3/IMyaioT paHHUE W NO3JTHHe KapAUTHI.

Pannue BpoXKJIeHHble KapJAWUThl BO3HUKAKIOT BCJEACTBHE
JeiicTBUS [OBpe)XJaloliero areHta (BUpychl, GakTepuu, pa-
auManus W Jp.) Ha cepjlle MJoja B PaHHUN (peTaJbHBIA IepH-
on (4-7 mecsiueB 6epemenHoctH). TKaHH cepAma njaoga B 3TO
BpeMs ellle He MOTYT OTBETHTb Ha Hero IOJHOH BOCHAJIATENb-
HOIl peaKlMeil, OHM OTBeYalOT peaKIueill mpoaudepanuu co-
e/IMHUTEJbHONW TKaHM, T. e. (opMHpoBaHWeM ¢(HOpPO3HOH H
ajacTuveckoil TKaHW. Hapymaercs HoOpMaJbHOe CTPOEHHe
cepJevHbIX 000JI04YeK, B HUX NPOHMKAIOT BOJIOKHA COEAMHH-
TeJIbHON TKaHHW. DTOT INpollecc HAUMHAETCA ¢ dHAOKapAa, 3a-
TeM MoOBperkjaercsi U MHOKapA. B 3aBHCHMOCTH OT TOro, Ka-
KHX BOJIOKOH Gojblie, (GMOPO3HBIX MM 3JaCTHYECKHX, o6pa-
ayercs ¢ubpoanacTod uau anacTodpubpoa.

Pebenok oOBIYHO poOXKIaeTcsl y»e ¢ MCXOAOM KapAauTa, C
HapylleHHeM COKPaTHTeJbHOW (YHKIUHK cepAna, ¢ AHJaTanU-
eit ero mosocteii. BeAyIIuMH KJINHUUYECKHUMH NPOABICHAAMH
6yyT KapAauoMerajaus W cepieyHas HeJIOCTATOYHOCTBH, KOTO-
pas BHavasle GbIBAeT JIEBOJKEJYAOUYKOBOH (JIeBBIN JKelyHXOodYeK
o6BIYHO ualle MopaXkaercs), a 3aTeM woranbHoi. Yacto 3abo-
JleBaHWe He JMATHOCTHDPYeTCs A0 MaHM(eCTHBIX CHMITOMOB
cepleyHoil HeJ0CTATOYHOCTH, KOTOPble MOTYT NPOSIBIATHCH
Ha (oHe MHTePKYPpPeHTHBIX 3aboseBaHMit (OCTPBIX pecmHpa-
TOPHBEIX MH(DeKIHil, THEeBMOHHH, OCTPOIl KHIIeUHOH HH(peK-
uun). OnHAKO BHUMaTeNbHOe HabNIOfeHMe 3a peGeHKOM IIo-
3BOJIAET C POJ/eHHUs BBHIABUTH IJIoXoe npubaBieHWe B Macce,
61eIHOCTb, BSUJIOCTh, I[OBHIIIEHHYI0 TOTJIHBOCTh, YTOMJIsSe-
MOCTH BO BpeMsl cOcaHWs, JIeTKHI IHaHO3 HOCOryGHOro Tpe-
YTrOJILHUKA, OJBIIIKY, TAXHKAPAHIO.

TTpu mManudecTanuu npomecca BeAYIMUMHA KJINHHIECKHMH
CHMIITOMAMM SBJSIOTCS NPU3HAKH TOTAJBHOM cepledHOM He-
JI0CTATOYHOCTH ¢ TpeobiafaHueM JieBoxkeayfodkoBoii. Hapac-
TaeT OALIIkA B IOKOe, pe6eHOK CTAHOBUTCS GECTIOKOHEIM,
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Puc. 50. PentrenorpaMma TpYJHOH KJIeTKH MaJbuHKa
9 MecsALeB ¢ PAHHUM BPOXKICHHBIM KapAHTOM

NOSIBNAIOTCA Kalledb, 0COGEHHO B HOYHBIe UYachl, MPamop-
HOCTh KOYKHBIX IIOKPOBOB, TAXMKapAus, MACTO3HOCTb TKaHeil
M yBeJIMYeHHe MeYeHH, OJIUTyPHS.

Ha peHTreHorpaMMme TIPYAHON KJeTKH OGHapyKHUBaercs
KapuoMeranus, TeHb cepana mapoBugHas (puc. 50), uro
obycyoBeHo aunaranueil u runeprpodueit ero orxesos. Ilpn
AYCKYJIBTAIMA TOHBI CepAua OObIYHO MPHUIJIYIIeHBI, B IOJO-
BUHe cJIyyaeB Ha BepXyIlIKe cepila M B 5-if TouKe BBICIYIIN-
BaeTcsd CHCTOJNMUECKHI IIyM, CBSBaHHBIA € OTHOCHTENbHOH
He/[0CTATOUYHOCTBI0 MHTPAJIBHOIO KJjamaHa, Bcerjga HMeeTcs
raxukapausa. XapakrepHbiMu nameHenuamu Ha OKT saBiasior-
cA CMHYCOBasl TAXMKAPAWS, PUTHIHBIA PUTM, BBICOKHE y3KHe
koMmIekchl QRS, mpusHAKM TMeperpy3ku JIeBOro Kesyao4ka,
orpunarensbusie 3ybust T u cmemenne Buua cermenra ST B
JIEBBIX OTBeJIeHMAX, He0OoJIbIIoe CMeIjeHHe JJIeKTPHYEeCKOH
ocu BieBo (puc. 51). OKTonMMUYecKHe APDUTMUHM M HAPYLIeHUS
GYHKLIUA TPOBOAMMOCTH OOBIYHO He XapaKTepHbl AJIs PaHHHX
BPOXKJEHHBIX KAPAUTOB.

Ilpu V3U cepauna HaXOAAT CHMKEHHE COKPATHTeJbHOI
(YHKIMHK JIEBOTO KeJNYA0oYKa, AMJIATAllMI0 Kamep cepAla, mec-
TAMHU NPUM3HAKHM IHNeprpoduy MHOKapjaa, yuacTku ¢ubposa.
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Puc. 51. OKT mansumka 3 MecsileB >KM3HH C PDAHHHM BPOXKAHHBIM
KapAHTOM

JlaGopaTopHble MOKa3aTeJd KPOBH NPH PAHHAUX BPOXKIEH-
HBIX KApAMTAX He M3MeHeHHI. IIPOrHO3 MJIOXOM, IPOrpeccH-
pyeT cepjedHasi HeJOCTATOYHOCTb, ATH MOrHGAIOT B PaHHEM
Bo3pacTe, peJKO A0XKHUBAIT g0 4 jer. PagukanbHO MOMOYEL B
TAKHMX CJydYasiX MOKeT TOJIbKO Iepecajka cepana.

Iletn ¢ paHHMMH BPOXJAEHHBIMH KApPAMTAMH MOCTOSHHO
[OJTy4aloT cepfeuHble MINKO3UAB! (QuzoKcun MIM u3onanud B
nose Haceimerus 0,05-0,06 mMr/kr mMaccsl Tesa), IPAKTHYECKH
10 KoHIa u3HHu. ITo Mepe HeoGXOAMMOCTH K Tepamuy Jobas-
JISI0TCA ANYPETUKH, [PerapaTsl KaJus U Apyrue cpeacTsa.
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ITo3dnue BpOKIeHHble KADAUTHI BOSHMKAKIOT B IOCJIeAHEM
TpumecTpe GepemeHHOCTH (mocie 7 MecsueB 6epeMeHHOCTH),
Korjia IJIOZ y’Ke MO’KeT OTBedaThb HOPMAJbHOH BOCIHAJIUTEINb-
HOii peaknmuell Ha MoOBpeXJaloIuil areHT. Bocmanenume B
MHOKap/le IPOTeKaeT TaK Ke, KaK y JeTeil ¢ mpuobpeTeHHBI-
MM MHOKapAUTAMH.

PebeHOK MO’KeT POJUTHCHA KaK C MCXOMOM KapAuTa, Tak H
¢ TeKyIIMM BOCHAIMTEJIbHBIM IpoleccoM, 3To 6yxeT 3aBHCETh
OT CPOKOB NOsIBJIeHUsA 3a00JeBaHUsA.

HcxonaMu TO3ZHMX BPOMKIAEHHBIX KapAMTOB ObIBAIOT
cTOfiKMe HADYIIeHUS DPHUTMa MJIH TNPOBOAMMOCTH, KOTOpbIE
MOXKHO OGHADY’KHMTBH y’Ke B HepHofie HOBOpoXJaeHHoCTH. He-
PefKo BCTpedaloTCs 9KCTPACHCTOJMS, TpelmeTaHWe IIpe/cep-
Iuii, mapoKcu3MaslbHAs MJIM HeNapoKCH3MaJjbHas TaxXHuKap-
nus, AB 6mokaasr I, IT u III cremenn, 610Kaasl HOXKEK MydKa
T'uca, CCCV.

Penrrenosiornuecku npu Y3 cepAana MoxKeT BBIABIATHCA
HeGoJbIIOe pacmiupenue Jesoro >xenynouka. Ha OKT, kpome
ApUTMHUI, PerHCTPUPYIOTCS CTOWKHe HApPYIIEeHHs IPOLEeccOoB
pernonsipusdanuy, yBeJIHYeHHe OJIeKTPHUYECKOH aKTHBHOCTH
JleBoro JKejymouka. JlabopaTopHbIe IOKa3aTeJu KPOBH B Ipe-
Jleax HOPMBI.

IIpu TekymieM KapjuTe AeTH IJIOXO COCYT, Bsnble uiun Gec-
NOKOMHBIe, MOABJSAIOTCA CHMIITOMBI CepPAeYHONH HeZ0CTATOYHO-
CTH B BHJe OJBIIIKM, TAXUKAPAWH, yBeJudueHns medenu. Yac-
THIMH CITYTHHKAMH NO3JHUX BPOXKIEHHBIX KAPAUTOB SABJISAIOTCS
usmeneruss ITHC, xoropble HaGmiofalTcss B BUJe NPUCTYNOB
GecrnoKoiicTBA, AKPOIMAHO3a, cyAopor. MHorxa Tako# mpucTym
MOJKeT B3aKOHUUThCA KDATKOBDEMEHHON moTepeil CO3HAHMA.
CoueranHoe mopaxkenne cepaua u ITHC xapakTepHO A/ Kap-
JINTOB, BBIBBAHHBIX Bupycamu rpynnsl Kokcaxu.

IIpn aycKyJbTAlMU B cepjIle BBICIYIIMBAIOTCSA MPHUIJIyLIe-
HUe TOHOB, ocyabienue I ToHA Ha BepxXyIlIKe, CHCTOJIMYECKHH
myM Ha BePXYIIKe ¥ B 5-if Touke. XapaKTepHbl pa3juvHbIe
HapylleHMa puTMa M mposogumoctH. Kpome toro, ma IKI'
06BIYHO CHUIKEH BOJBTAXK, HAPYIIEHBI IPOIecChl PenoJspHu-
3aIMM KeJyJOoYKOB. Bce 8TH KIMHHYeCKHe CHMITOMBI M JaH-
Hele OKI' MeHsAIOTCH B AMHAMHKE M NPH aJeKBATHOM CBOe-
BPeMEeHHOM JIeYeHHH [OJIHOCTbIO 06pATHMBI.
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Puc. 52. 9KT' pnesouxku 5 ser, mepeHecmieil MO3AHMI BPOXKIeHHBIA Kap-
nur. CCCY: nepuoast cunycosoii 6pagukapaun (YCC — 60 B 1 mMuH) cme-
HAIOTCA HIKHeNpe/cepAHbM akTonuyeckuM putmom (UCC — 120 B 1 mun)

Ecnm auarHos He mocTaBjieH BOBpeMs, IpoIllecc CTAHOBHT-
csl TMOJOCTPHIM, & 3aTeM XPOHHYECKUM, HOSABIAITCA Heobpa-
THMBble M3MeHeHHs B MHOKapje (kapauockiepod, MK]I, cToii-
KHe ApUTMMH), KOTOpble ONpeAelfAIoT NIPOrHo3 3aboseBaHus.

Mp1 Habaofanu JeBOYKy 5 Jier, KoTopas B aHaMHe3e Iie-
peHecJia TIO3JHMII BPoXKAeHHBIN KapauT. C Tex mop y Hee BHI-
ABJsfeTcs cToitkoe Hapymenue putma B Buge CCCY (puc. 52).

Jla6opaTopHble MOKa3aTeJH KPOBH IPH XPOHHYECKOM BPOXK-
JleHHOM KapiuTe HopMaJbHble. IIpu ocTpoM mporecce (B camMmoM
Hauasie 3aboJieBAHMA) MOrYT ObITh M3MeHeHHSA B OGHOXHMHUe-
CKOM aHaJu3e KPOBM: HepeIKO BCTPedalOTCHA AUCIPOTEHHEMHUs,
yBeJlMUYeHHe Op-(Ppakuuu IJoOyJHHOB, MOBLIMIEHHEe YDPOBHA
CHAJIOBBIX KHCJOT M KpeatuHdochoknfasel (KPK).

Ilpn XpoHM3aLUH Ipolecca MOCTENeHHO CHHIKAeTCH CO-
KpaTuTeJabHas QYHKIMSA MHOKapAa, HapacTaeT cep/iedHas He-
pocraTouHocTh. JleTw, He Mosydalollye CBOeBPeMEHHOIO Je-
YyeHHSs, A0BOJILHO GBICTPO MOTUGAIOT.

Hai onsIT MoKaskIBaeT, 4TO B PAHHHE CPOKH 3a060JeBaHUSA
(npu ocTpoM mporecce) JOBOJBHO 3(deKTHBHBIM ObIBaeT Ha-
3HAYeHMe TJIIOKOKOPTHKOMIOB (npedHu30n0H B CyTOYHON Ao03e
1-1,5 Mr/Kr Macchl Tesia) Ha 3—4 HeJleJlM B COYETAHHHU C Kap-
nuoTpodHBIMU cpefcTBaMH. IIpH XpOHHYECKOM Iporecce Ml
He HAGJIONANM 3HAYUTEJLHOrO YJYYIIEHHS NPH HCIOJB30BAa-
HUHU TJIIOKOKOPTHMKOMJOB, B TAKHMX CJy4asfX OCHOBY Tepamuy
COCTABJIAIOT KapAUOTPO(HBIE MpenapaThl.
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NPUOBPETEHHBIE MHOKAPIHUTDBI

IIpuobpereHHble HepeBMAaTHYeCKHe MHUOKApAUTEl MOTYT
BO3HMKATh B J060M BospacTe, ofHakKo Gosiee IMOABEpPIKeHbI
aToMy 3ab0JieBaHUIO JeTH O Tpex Jer. BoamMokHO, 8TO CBi-
3aHO ¢ 0cO6eHHOCTAMHM MMMYHHTETa B JaHHOM BO3pacTe.

Ocmpbii MAOKADAUT UMeeT B OCHOBHOM BUPYCHYIO STHO-
soruio. Yalme MHUOKADAUT BOBHMUKAET HA «HCXOMe» OCTpPOi
pecnupaTopHoit BupycHoil nHGexknuu (OPBU) umu vepes 1-2
Hejenu mocye Hee. O(HAKO BUPYC MOXKeT IPOHMKATbL B Opra-
HU3M peGeHKa TpPaHCIJIAleHTADHO OT MaTePd M HAXOAMUThCH
KaKoif-To Mepuoj BPeMeHH B JIATEHTHOM COCTOSHHMHU (ceituac
NpuU3HaeTcs TOYKA 3PEHUS O BO3MOXKHOCTH JJIMTeJIbHOrO Iep-
CHCTHPOBAHUS BHPYCOB B OpraHu3Me), a TMOJA BJHUSHHEM
BHEIIHUX He6JaronpuATHBIX (IPoBOIMPYIOIHX) GAaKTOPOB
OpOsIBUTH CBOe IaToreHHoe jeifcTBue. B arom ciyuae cosza-
eTcd BrevyaT/ieHHe, YTO MHOKAPAMT BO3HUK 0e3 NMPUUYHMH, TakK
Kak aBHOi cBs3u ¢ OPBU He 6bly0.

Ilns pereit paHHero Bo3pacTa XapaKTepHO GypHoe, Tsse-
Jloe TeueHue MuokapauTa (y HUX OOBIYHO pasBUBaeTcs AUd-
¢ysHBIN npomecc), GbICTPO NpPHCOEAUHSETCH CepAedYHas He-
JIOCTATOYHOCTL, OOBIYHO TOTaJbHAsA ¢ NpeobiagaHHEM JieBO-
JKeJYAOUKOBO#. J[eTH CTAHOBATCS BSAJBIMM, IJIOXO NpubaBs-
JIAI0T B Macce, MOTYT GbITb IPUCTYIBI I[HaHO3a, OOMOPOKH.
OcTpelii MHOKAPAMUT Yy HeTedl IPyAHOro BO3pacTa MOXKeT CO-
NPOBOXKJAThCA KHUIIEYHBIM CHHAPOMOM, 3HIeaTuTHIeCKOH
peakiuei.

VY nmereii crapiiero Bo3pacTa OCTPbIii MHOKApPAMT MpOTeKa-
eT NpeMMYIeCTBEHHO B CPeJHEeTs’KeJOW MU Jlerkoit (ouaro-
BbIiT) popmMe, YacTo Ge3 KIMHHYECKUX IPOABJIEHUN cepleuHon
HejgocraTounocTy uan ¢ CHy. M3 obmeKIMHUYECKHX CHMIITO-
MOB BBbIpaXkeHbl €J1aboCTh, YTOMJISEMOCTb, OJIETHOCTH KO-
HBIX NTOKPOBOB, OABIMIKA. [JeTH MOryT »kajoBaTbcAd Ha Goiu B
obyacTn cepaua, B JKMBOTE, HA TOLIHOTY.

IIpn aycKyJbTAlMM BBHICJIYIINBAIOTCA MPUIJYIIeHUe TO-
HOB, ocjabieHnue I ToHa Ha BepxylukKe, B 5-ii TOYKe, TaM e
MOXKeT TIOSBUTHCH CHUCTOJMUYECKHI IIYM DA3JHUYHONH HHTEH-
CHUBHOCTH. B JUHAMHMKe BOBHHKAIOT PHUTM rajona, CHHycOBas
TaxMKapAusa uiu Gpagukapaus, akuedT II ToHa Ha JerouHoit
aprepun. PasnuuyHble APDUTMHH BCTpedyaloTCs NPHMepHO B
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40% cnyuaeB ocTpbIX MHOKapAuTOB. Cpeiu HUX JacThI 9KCT-
pacUCTONNA, TIeTepOTONHBIX PHTM, MHTIPAllAA MCTOYHHKA
pUTMa, TNAPOKCH3MasibHAA M HeNapoKCHU3MaJbHAA TAXHKAap-
nusa (puc. 53).

HapymeHusi GpyHKIHM NPOBOAMMOCTH HEPeAKO IpPOABJIA-
J0TCS ATPHOBEHTPUKYNAPHbIME Girokanamu I, IT u III crenenn
(puc. 54), pasnuuHBIMH GOKafaMH HOXKeK IydYKa Tuca. Ilo-
MuMmo atoro, Ha OKI' mosABisAIOTCA CHHXKEHHe BOJbTa)ka, Ha-
pyIlIeHUe TPOLECCOB PEeMONIAPU3ANMH JKeNYAOUKOB, yBeaHude-
HUe BJIeKTPHYECKON AKTHBHOCTH JIEBOTO JKexyAouka. Pentre-
Hosorndecku u npu Y3U cepAma onpefensiloTcs yBeJIHYeHHe
JIeBOTO JKeJIyl0uKa, WHOTrJa HeGoNbIIoe CHUXKeHHe ero CoOKpa-
THTeJIbHOU CIOCOOHOCTH.

Bce cHUMIOTOMBI CO CTOPOHBI cepAua (aycKyJbTaTHBHBIE H
MHCTPYMeHTaJbHble) MEeHAKTCA B AWHAMHKe B Ipolecce Je-
YeHMsi, UTO CBHU/ETeJbCTBYeT B IOJb3Yy OCTPOro TeKymero
BocHaJuTe bHOro 3a60/IeBaHMA.

Puc. 53. OKI' manpuuka 10 ser ¢ ocTphIM Hep W UM

nurtom (nocie OPBH). Ilpeacepanas HemapoOKCH3MANBHAA TaXHKapAHA

(YCC — 128 B 1 mun). CHKeHHe BOJBTAXKA OKT B oTBefleHHAX OT KO-

HeyHocTeill. VBeJaHdYeHHe dJeKTPHYeCKOoi AKTHBHOCTH JIEBOTO JKeayAod-
ka. CHIXKeHHe 1p perio. JKeJY/I09KOB
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Puc. 54. OKT' peBoukn 14 jeT ¢ OCTPHIM HepeBMATHYECKHM MHOKapAH-
rom. AB 6nokazga 11 crenenn, tun Mo6uti 1. CHuKeH BOIBTaX 9KI'

IloBbllIeHUe TeMIepaTyphl Tela He XapaKTepHO IJIA He-
peBMATHUYECKOTO MUOKADANTA BHPYCHOH OTHOJIOTHH, OHA MO-
JKeT GBITH BBICOKOM NpH GakTepHaJbHOM M aJjleprHiecKoM
(MMMYHOKOMIIJIEKCHOM) MUOKapAUTax. :

PesynbraTel 06IIero aHanuda KPOBHM TaKxKe 3aBHUCAT OT
STHOJIOTMM MMOKapauTa. [jif BUPYCHOro MHOKAPAMTA Xapak-
TepHBI JIEHKOLMUTONEHUs, JUMQPOLUTO3, 3aMejseHne CO093,
i 6akTepuasbHOTO — JIEHKOLMTOS, HeHTPO(UIbHBIH CABUT,
noseimenue COD. Buoxumuueckue cABUTHM OObIYHO He3HAUH-
TeNbHB M KDATKOBDEMEHHBI: MOSIBISIOTCS MOJOMKHUTE bHbIH
CPB, HeGosblIoe yBenWueHHe Cp-GpPaKIuu TI10GYIHHOB, He-
peskoe MOBBbILIEHHE YPOBHSA CHAJOBBIX KHCJOT. HawnbGonee
3HAYMMBIMHM U3 JaGOPATOPHBIX TECTOB SBJSAIOTCA IOBLILIEHHE
AKTHBHOCTH JIAaKTATAerWAporeHasbl u ee n3osHaumos (JIAT n
JIAT,, JIOT,), a Takxe KPK.

TIpu a/utepruuecKMX MHOKADIMTAX B KPOBH OBIBAIOT 203H-
HoMIUs, JeHKonuTo3, HedTpodues, yBeludeHHASA C03. B
nmaToreHese aJJepruyecKUX MHOKAPAMTOB YacTO NPHUHHMAIKOT
yJyacTHe MMMYHOKOMILIEKCHbIe IPOLECCHl, MO3TOMY MOTYT
NOABUTHCA CABUTM B MMMYHOIPaMMe B BHJe YMEeHBIIEHMS KO-
nudecTBa AKTUBHBIX T-1MMQONUTOB, HapyIleHHs COOTHOIIe-
mua T-xenmepoB u T-cynpeccopoB, MOBBIIIEHUS YPOBHA UK
u B-mumdonuTos.

Ocobbix cnenudHuUecKHX KIMHHUECKHX CHMIITOMOB ajep-
rMueckuil MHOKApAMT He WMeeT. Kak mpaBumo, OH GbIBaeT
nuddysHEIM U HepeIKO NMPOTeKaeT TAXKeJo, ¢ cepAeYHoll He-
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Puc. 55. OKI' manpumka 14 Jner ¢ aJjJepruvyecKHM

muokapautom. Cunycosas Gpa t™Hsa. C

sosnbraxka OKI'. Cr P pero.
skeTyn0ukos (uHBepcus 3youos T)

0cTATOYHOCTHIO. IIpH MOCTaHOBKE AMATHO3a MMEKOT 3HAYeHHe
aHAMHE3 M CONMYTCTBYWINUe ajljleprudecKue mpospaeHUs. Mbl
Habmoganu ManbuMkKa 14 JjerT, y KQFoporo MHOKApAHMT pas-
BHJIcSl Ha (pOHe OCTPOii asjylepruyecKOil pPeaKIMM ¢ KapTHHON
nonuMopdHON IKCCY[ATHBHON apHTeMBl M oTeka KBHHKe
(puc. 55).

CoryslacHO KpHTepUAM Hblo-VlopkcKoii KapAnoJoradecKoi
acconmanuy, nogsieEne uaMenenuit Ha OKI' Bnepsmle mocie
nepeHeceHHON BHUPYCHOM HMJIM JAPYroil MH(pEKIHH IPH HAJIH-
yuu nopbimenus akrusHoctd B KpoBu JIAT u KPK cuuraer-
cA JIOCTATOYHBIM JJIs [OCTAHOBKHM JMArHO3a «MHOKAPIAHT».
Ilpu sTOM yBeJnueHHe pa3MEpOB cepAla M KIMHHUYECKHe
CHMIITOMBI CepAeyHOil HeOCTATOYHOCTH JAeJIaloT JHArHo3 Hoc-
TOBEPHBIM.

Hcxo0d ocrporo HepeBMATHYECKOTO MHOKAPAHMTA MOXeT
6b1Th pasnuubbM. Ilo ganrsiM H. A. Benokons (1987), Be-
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afopoBJieHMe HacTynaer aumb y 42,1% GONBHBIX. Yame 06-
parHOe pa3BUTHe HabiiofiaeTcsi y AeTeil paHHero sospacra ¢
6ypHbIM AuGOY3HEIM MHOKAPAUTOM. V nonoBuHBI AeTel 3a-
GoseBaHMe MPUHMMAET IOAOCTPOe, a 3aTeM XPOHUUECKoe Te-
yenne. JleTanbHocTh gocTuraetr 2,2% .

IModocmpuim cauTaeTcss MUOKAPAUT, KOTOPBIH He 3aKaH-
yuBaeTcs B TeueHHe 3 MecsAleB, a BOCIANHMTENbHBIH mpolecc
B MHOKAapJe, TO 3aTyxas, TO 0oBOCTpsfACh, MOXKeT NPOTEKaTh
no 1,5 ropa.

TlogocTpelit MUOKApPAHUT YaCTO Pa3BUBaeTCs IOCJIe OCTPOro,
ecu He BBITO IPOBEIEHO CBOEBPeMeHHOe JieueHue, He cofIio-
JaJich PeXKUM M Harpy3odHble MOMeHTHI. Mrpaer posib Takzxe
CHMIKeHUe HMMyHHUTeTa peberka. OZHAKO MOXKeT OBITh M TaK
HA3bpIBAEMOe IepBUYHO-IIOZOCTPOe TedeHHe MHOKapauTa cC
MeIJIeHHBIM HAuajoM, BSUIBIM TedeHHeM, 06e3 OuepYeHHOM
octpoit dassl. Takoii MHOKAPAUT He Cpady AMArHOCTUPYeTCH,
JledeHuWe HasHA4yaeTcs IIO3AHO, Ipollecc 3aTArMBaeTcad M B
JasbHeilIeM U3 MOJOCTPOTrO MePeXOUT B X POHUYECKHUH.

IofocTpoe TeueHHe MUOKADAMTA XapaKTePHO A7 AeTeit B
Boapacrte oT 2 fo 5 jer. [leTH 4acTo KANYIOTCA HA 6011 B 06-
JlacTH cep/Aua, BhHIPa)KeHbI CUMITOMBI MHTOKCHKAIMH — Bf-
JI0CTh, PA3APAYKUTENBHOCTh, 06 HOCTh KOMKHBIX IOKPOBOB,
COHJIMBOCTb, CHMKeHHe anmeruTa. AJl oObIYHO CHMXKEHO, Ha-
GMIofaloTCA MOCTOSIHHAS Taxukapaus (pexxe Gpaguxapans),
oibImKa npu Harpyske. IlocTeneHHO PasBUBAIOTCA CUMITOMEI
cep/leyHOll HeJIOCTATOYHOCTH, CHavaza JIeBOYKeJyAOIKOBOMH,
gareM ToTaJbHOM. Temmeparypa Tena, Kak INpPaBHJIO, HOD-
MmanbHas. JIaGopaTopHEIe IOKAas3aTelH KPOBH OGBIYHO CIIOKOM-
gele. OHAKO HAPACTAIOT KIMHAYECKHEe W WHCTPYMEHTAJbHbIE
M3MeHeHHUs! CO CTOPOHBI cepALa.

Ilpu aycKyJbTALMH CHCTOJHMYECKHH IUYM Ha BepXyIlkKe
cepana U B 5-if TouKe cTaHOBUTCA Gojlee MHTEHCUBHBIM H I10-
CTOSIHHBIM, TOHBI cepiuna npuriymensl. IIpu Y3HW cepaua
yacTO MMeeTCs pACIIMpeHHe IMOJIOCTH He TOJIbKO JIEBOTO JKe-
JNYAOUKA, HO W IPABOTO, MOTYT yBeJMYHBATHCHA NpeAcepAus.
Hepeko BHIABIAETCS CHMMKEHME COKPATUTEJbHOM (QYHKIHK
muokapia. Ha DKI' mosiBIsIOTCS NOBOJNBHO CTOMKHe Hapylle-
HUS TPOIECCOB PeIloNAPH3AIMH JKeTy0UKOB, 0COOeHHO JIeBo-
ro, CHMITOMBI TMeperpysku IpeJIcepAUH U IKeJYJIOUKOB,
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yannHenne uHTepBasa Q-T. Hapymenus puTMa M OPOBOAHM-
MOCTH TaK)Xe HOCAT CTOMKHUI xapakTep.

B npomnecce JiedeHUs] MOXKeT ObITh Me[JIeHHAA IOJIOKH-
TenpHAA AMHaMHKa. [IoJIHOe BHI3ZOPOBJIeHHe HACTYNAET JUIIb
vy 12,5% pereit ¢ mojocTpbIiMuH MHOKapauTamu. Bojee moio-
BHHBI TOMOCTPBIX MHUOKAPAUTOB MEPEXONAT B XPOHUYECKHe.
JleransHocTh cocrasnser 16% (H. A. Benokons, 1987).

K xponuweckum HepeBMATHYeCKMM MHOKapAUTAM OTHO-
cAT Takue, NPH KOTOPBIX BOCHAJUTENbHBIH Ipomecc B MHO-
kapze anutcs Gonee 18 mecAmeB. OGBIYHO XPOHUUECKHE MHUO-
KapAMThl Pa3BUBAIOTCSA Y JeTeil cTapmlero Bo3pacra, IocJe
T ner >KU3HH.

MoO3KHO BBIJEJUTH [JBa BAPUAHTA KJIMHHYECKOTO TedYeHHs
XPOHMUECKHX MHOKapAnToB. IIpeobiajaromum sBjseTca 3a-
cmotnwsii éapuanm (nabmogaercs B 70% cnyuaes) ¢ duna-
mayuei ne6ozo scenydouxa U APYTHX Kamep cepAua, C BBI-
pa’keHHBIMH CKJIEPOTHYECKHAMH M IMCTPOGHYECKHMH IpoLec-
caMH B MMOKAap/ie X COOTBETCTBEHHO C HapyIlleHHeM COKpaTH-
TeJbHOH CIOCOGHOCTH cepAlla, ero cHUCToJnYecKod GyHKOUH.
Bropoit BapHaHT BCTpedaeTcsl pexke — 3TO XPOHHUECKHH Muo-
kapdum ¢ HOpMANbHOU unu 0axe YMeHbULEHHOU NONO-
cmblo ne6ozo xenydowka c mpeobiagaHMeM THIepTpoduUe-
CKMX TpOIleccOB M HapylIeHHeM AHACTOJNHYEeCKOH (YHKIHH
MHOKap/a.

3acTOiHBIN BADHAHT MMeeT MepBHYHO-XPOHHYECKOe Tede-
Hue. IIpn 2TOM K MOMeHTY MaHHdeeranun, Korga peGeHOK
HocTynmaeT B CTAIMOHADP, MPOJOJIKHTENBHOCTh 3aboJieBaHHS
MOJKeT cocTaBaATb oT 2 ao 13 ser. MHorue geTu A0 MOCTYI-
JIeHUA B CTAIlMOHAP BeAyT AKTHBHBIH 0o06pa3 >KU3HHM, HEKOTO-
pble [a)ke 3aHMMAlOTCA B CHOPTHBHEIX CeKIHUAX, TAK Kak
npomecc B MHOKapje AJHUTeJbHOe BpeMsi MOXKeT IPOTeKaTh
JIAT@HTHO (CKPBITO).

IlocrenenHo noasisoTca Gonmu B obracTH cepaua, cJia-
6ocTh, YTOMJSEMOCTb, MNOBBIMIEHHAS NOTJIMBOCTB. 3aTeM
CHMIKAeTCs AIINeTUT, BO3HHKAIOT TOIIHOTA, HHOrJAa pBOTA,
6osM B JKMBOTe M B NpaBoM mnojpeGepbe (yBeJMYHBaeTCs Ie-
yens). Ecnu 3a6oneBanme aymres Gonee 3 Jier, Beerja IpoHc-
XONMT 3aiep’kKa (GU3NYECKOro pasBUTHSA, hopMuUpyeTcH cep-
JeuHslit rop6. Moryr Habi0aThes MepUOANYECKHE IPHCTYIIB
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nobiegHeHus, 0OOMOPOKH, 4TO CBS3aHO C AUCTPODUYECKHUMH
usmeneEuaMH B kierkax IJTHC, ux rumoxcueit. O6bIYHO IpH
aTOM yiKe HMeloTcs Gojlee MM MeHee BbIpaKeHHble KJINHHYeE-
CKMe CUMIITOMBI CepJeuyHOi HeZOoCTATOYHOCTH.

Kapauomeraiusi BBIpayKeHA DEHTIeHOJIOTMYECKH M IIPU
V3U. Ilpeobiamaer yBeauueHHe JIeBOTO JKeJyJo4YKa, HO
o6LIYHO pacIIMpPEeHbl TAK)Ke NPaBbIH JKelyAoueK M Ipeacep-
nus. PeHTreHOJOrMYeCKH MOTYT ONpeJesIAThCA YCUJIeHHe Je-
FOYHOTO PHCYHKA 10 BEHOBHOMY THIY, NepelojIHeHHe COCYAOB
JerKuX (CHMIITOMBI JIeBOKeJy/J0UKOBOil CepAedyHOl HeJxocTa-
TounocTH). IIpn Y3U cepama, KpoMe AUJIATAllUM JIEBOTO JKe-
JIyI0UKa, HePeAKO BHIABIAETCA TUNEPTPOPUA MeKIKeITyAod-
KOBO# IeperopojKu, MOTYT GBbITh NPH3HAKM CHHUIKEHHs CO-
KPaTHTeJbHOH crIocOOHOCTH MHOKapAa.

IIpu aycKyJbTanMH TOHBI BHAYUTENBHO MPUIJIYLIEHBI,
CHCTONIMYEeCKHI ITyM Ha BepXyLIKe cepAla U B 5-i TOUYKe Jo-
BOJIPHO MHTEHCHBHBIM, UTO 0OycCJOBJIeHO AuchYHKIMeH co-
COUKOBBIX MBIIII U OTHOCHTEJIbHOH HEeJZOCTATOYHOCTBIO MHMT-
PaJIbHOTO KJalaHa. BhIC/IyIINBAIOTCA PasJIUYHbIe ADUTMHH.

9KT wacro GsIBaeT HM3KOBOJBTHOMH, YTO XapaKTepHO IJs
PACTIPOCTPAHEHHOTO BOCHAJIUTENIBHOTO M CKJIEPOTHUYECKOTO
nporecca. OBHApY’KMBAIOTCH NPUBHAKH Ieperpy3Ku JIeBOro
JKeJyIouKa U APYrux oThesoB cepAna. Hepenko yanuHeH MH-
repBas Q-T. XapakTepHoe NpPOABJIeHHe XPOHHYECKOTO MHO-
KapAuTa ¢ YBeJIMYEHHON TIIOJIOCTBIO JIEBOTO JKeJyZouKa —-
cTOWKMe HapyIIeHHs PUTMa U mpoBoguMocTd. MX cToiKoCcTh
obycyioBJieHa CKJIEPOTHYeCKMMH H3MeHeHMSAMH B MHUOKapfe.
OcobernHo He6JIATONPUATHBIMH CYHTAIOTCSA JIeBOXKeJIYyJO0UKO-
Bhle TaXMKapAuM (mapoKcuadMasbHble U HeNapoKCH3MasbHbIe),
KOTOpBIe MOTYT BBI3BATh GBLICTPYI0 CMepTh manueHTa. Mbr Ha-
6I04aNKd NPHM TAKOM THUIle MHOKADJAUTA CTOHKOe MepllaHue
npexcepanii (puc. 56), pasJMUHYI0O 3KCTPACHCTOJIHIO, ATPHO-
BEHTPUKYJISIPHBIE 6JI0Ka/bI Pa3HON CTENeHH BBIPAXKEHHOCTH.

Ilo3gHMe CTAAUM TAKOTO BapMaHTA XPOHHYECKOTO MHOKAP-
aura GeiBaeT TpyAHO AnddepeHnHpPOBaTH C AHJIATAIMOHHOMN
kapauomuonarueit (JKMII). Mua OKMII, kak u ana omnu-
CAHHOIO BhbIIle BapHAHTAa MHOKApAMTA, XApaKTepPHBbl Kapauo-
Merajusi ¢ yBeJJMUYeHHOM IT0JIOCTBIO JIEBOTO >KeJyJ0oUKa, CTOM-
KHe apUTMHHM M IpPOrpPeccHpyIoIas cepAedHas HeXOCTATOU-
HocThb. IIpM 9TOM NMPAKTHYECKH OTCYTCTBYeT AMHAMMKA IpPO-
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Puc. 56. DKT pgepouxkn 14 et ¢ XPOHHYeCKHM MHOKAPIMTOM C YBeJH-

yeHHOM IOJNOCTBIO JieBoro enyfouka. C P p
Tlpu3HaKH Meperpy3kH JIeBOro JKeJylouKa

mecca. IIpu TekymmeM XDOHMYECKOM MHOKApAHMTE MIPOTHBO-
BOCHAJIMTENbHAS TePANHA AaeT MeJJeHHBIH TOJIOKHTe bHbIH
ad¢exr. Hekoropsie apropsr (H. A. Benokons, M. B. KyGep-
rep, 1987) pacuennsaior JJTEKMIT Kak DeayssTaT NepeHeceHHOro
XPOHMUYECKOTO MHOKApAUTa C yBeJMYeHHOH MOJIOCTHIO JIEBOTO
skenynouka. Yerko orTauddepeHIUPOBATD TakoW BapMaHT MHO-
kapaura or JJKMII MOXXHO TOJIBKO M’MCTOJIOTHYECKH.

Bropoii BapuaHT XPOHHYECKOTr0 MHOKApAHTa C npeobiana-
HueM runepTpodMH MHOKapja, Kak H npeABIAYIIUi, 9acTo
QMTenbHO TpoTekaer GeccumnToMHO. Ero AHarHoCTHPYIOT
yoKe IIpH SBHBIX NPH3HAKAX JeKOMIEHCANMH M BBIPAKEHHBIX
H3MeHeHHSX B MMOKapJe. XapaKTepHBI OTcTaBaHHe B (GHIH-
YeCKOM PA3BHTHH, HAPACTAIOIIAA OJBIIIKA. ¥V MHOrHX 60JB-
HBIX TMOCTENeHHO pAa3BMBaeTCA JierouyHas TIHIePTeH3Hd, €UTO
nposiBsieTcs MaJMHOBOH oKpackoii ry6, mek, HOITeBBIX da-
naHr, najoHel, 3aTeM GOPMHPYIOTCS HOITH B BHJE «¢9aCOBRIX
CTeKOJI» ¥ MaJblbl B BuJe ¢«GapaGaHHBIX MAJOUYeK».
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V wMHOrMX G6OJBHBIX NPU AayCKYJbTAIUH OIpeAesasIOTCH
XJIOTAIOIUH MM YCUJIeHHBIH | TOH Ha BepXYIIKe M De3KHil
akuedT Il ToHa Hajm JeroyHoll apTepueif, uTO 0OyCJIOBIEHO
HeGOJBIIMMU Pa3MepaMH IOJIOCTH JIEBOTO XKeJyJo4YKa M pas-
BUBAIOIelcA JIerOYHOM TIumeprTeH3ueit. Pexke TOHBI MOTYT
6BITH MPUTIYILEHbI. Y GOJbIIMHCTBA AeTeil LIYM B CepAie OT-
CYTCTBYeT, y HEKOTOPBIX Ha BepXYIIKe cepAlla BbICJAYIIHBAET-
¢sl MBOJMPOBAHHBIA Me30NAaCTONMYeCKUN IIyM, 06yCIOBJIeH-
HBI mceBgocTeHo30M AB oTBepcTHs B CBf3M ¢ rumepTpodHei
MHOKapJa JIeBOTo jKeJyAouKa, CyXKuBaiomeil u 6es Toro He-
6osnpmyio ero nosocts. CepAedHas HeJOCTATOYHOCTH Pa3BHBa-
eTcd JOBOJILHO IIO3JHO, CHAuYaJla OHA JIeBOXKeJYAOYKOBas, a
3aTeM TOTAJIbHASA ¢ NpeobiafaHNeM IPABOMKeTyJ04YKOBOM, KO-
TOpas NPOSIBJIAETCS BBIPAXXEHHBIM OTEYHBIM CHHAPOMOM C ac-
IMTOM ¥ Pe3Ko yBeJudyeHHOi medeHblo. O6pIYHO MpUcOeAUHE-
HUe IpPaBO’KeJyJA0YKOBOH CeplledHON HeJOCTaTOUHOCTH Mpel-
BemjaeT 6bICTPBIA HeGIArONPHUATHBIH MCXOA.

Ha DKT uacTo 06HApPYKUBAIOT CUHYCOBYIO GpaguKapauio u
pasiauuHbBle HapyLIeHHs NpoBoAMMocTH. Yamie BcTpedaroTes
NoJIHBIe ¥ HemoJHble G6JIOKaJbl HOXKeK Nyuka I'mca, KoTopble
HOCAIT CTOMKMIT XapakTep. MoryT BBIABIATHCA NPU3HAKM IIe-
PerpysKu mpaBoro KeJyAouKa M Ipeacepauit.

PeHTreHOJIOTHYECKH ONpeJessIoTCA pe3Kkoe yCHJIeHHe Jie-
FOYHOrO PHUCYHKA II0 BEHO3HOMY M apTepHalbHOMY THIaM,
yBeNMueHue TpejicepAuil u mpasoro kenygouka. Ilpum V33U
cepAla BBISBJISIOTCA HOPMAaJbHble MJIM HECKOJNbKO YMEHb-
HIeHHbIe pasdMephbl MOJIOCTH JIEBOTO JKeJyAOouKa, yBeJndeHue
JIeBOTO IpeJicepAusi, yMepeHHasd AMJAaTallus IMOJIOCTH IPaBOro
JKeqyAouKa (pasBUBaeTcsl BCJIEACTBHe JIETOYHOM THIepTeH-
suu). Tunmeprpodus MHOKapja JIeBOro JKeJyAouyKa MOJKeT
6BITh CHMMMETPHYHON M AaCHMMETPHMYHOM, dYacTo yToJuleHa
MeXKIKeJTyI0UKOBas eperopoikKa.

TIporuo3 npu XpOHUYECKHX MHOKAPAMUTAX IeCCHMHCTHYEH,
JNeranbHOCTh cocraBiaser 26,3% a ¢ TeueHMeM BpeMeHH —
100% (mo manueim H. A. Besokonb, 1987). Ilpu Bcex xpo-
HHUYECKHX MHOKAPAHUTAX; 0CO0EHHO NPH HAJMYHUHU dJIeKTpHUe-
cKolf HecTabMIbHOCTH MHUOKapAa (Ipu apuTMHUecKo# dopme),
Bcerja MMeeTcsl OMACHOCTh HACTYIJIEHMS BHE3ANHOW CMepTH.
Hexogamu MoryT 6BITH KapAMOCKJIEpo3, TUmepTpodus MHO-

323



Kapia, JerodyHass rumepreHsus. CymecTByeT MNOCTOSHHAS
yrposa pasBUTHsI M IPOTPECCHPOBAHUA CepAedHOI HejocTa-
TOYHOCTH. DTOT BapMaHT MHUOKapAuTa cleayer AuddepeH-
IMpOBATH C HACJeACTBeHHON TrumepTpodHUYecKoil KapAuo-
MuonaTuen.

MPUHIUAIIBI TEPAIIHHA

Tepanus 3aBHCHT OT BTHOJOTMM MHOKADAWUTA, ero Tede-
HusA, GOPMBI M HANMYMS cepAedHON HexocTaTouHOCTH. IIpH
ocmpwuix muoxapdumax obasaTesleH MOCTENbHBIA DPEKHM Ha
2-3 Hegenn, 0ocOGEHHO BTO BaXKHO NpPU HAIMYHMM CepRedHOH
HeJOCTATOYHOCTH.

Ilpu 6axmepuansvrbix muoxapdumax Ha3HAYAIOT AHTH-
6otk Ha 10 — 14 gHe# ¢ y4eTOM YYBCTBHTEJBHOCTH K HUM
Bos6yautens. Ilpu moxconna3mo3nsx muoxapdumax mo-
KasaHO JledeHHWe XJN0puUOUHOM W cYyrbpanunramudamu, TpH
Muxonnasmennwvix — maxpoaudamu (3pumpoMUyYUH, CYMa-
med, pyaud, posamuyur u Ap.). OueHb AKTHBHBIM AHTHOHO-
THKOM Ha CerofHSIUHHI NeHb ABJAeTcH cymamed, oH obnana-
eT IIMPOKMM CIEeKTPOM MAeHCTBUA, K HEeMY UYYBCTBHTEJbHBI
IpaKTHUEeCKH BCe M3BeCTHBIe MHKPOGBI M mpocteiimie. ITpe-
naparT HasHAuaeTCA MO cXeMe KOPOTKMM KypcoM Zo 5 HHei.
IIpu BUPYCHBIX, aJJIePrHYECKHX H TOKCHYECKHX MHOKAPAH-
TaX AaHTHOMOTHKH He HYXKHBI. -

OCHOBY Tepanmuu BceX MHMOKAPAMTOB COCTABJIAIOT NMpPOmMu8o-
socnanumenvubie u Kapduompopnuvte cpedcmea. Cpexu mpoTH-
BOBOCIIAJINTEJILHBIX [penapaTtoB pas3jnvalT HecTepoOHAHbIE
(HIIBII) u creponsnble (rIIOKOKOPTHKOHIHEIE rOPMOHBI).

W3 HIIBII wame ucnonb3ylT urdomemayur (xo 75 Mr B
cyTku), duraopenarx (opmogeH, goabmaper) B TOH e Ho3e,
nupokxcurxam (o 30 Mr B CYTKH). IIpu TsAXKeJIOM TeYeHUH
MHOKADANTA ¢ KJMHHYECKAMH CHMITOMAMH CepAedHOH He-
OCTATOUHOCTH, 4 TaK)Ke C BBIPAXKEHHBIMH HApYIIeHHAMH
(YHKIMM TPOBOAMMOCTH HA3HAYAIOT CTEPOHIHbIE TOPMOHEI
(npednusonon ). IlpefHN30I0H NPHMEHSAOT B CYTOYHOM J03e
or 15 o 30 Mr B saBMcHMOCTH OT Bodpacta peGenxa. IlonHas
nosa gaerca Ha 10—-12 aHeli, saTeM IOCTeIleHHO CHMKaeTCH
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(mo 5 mMr B Kaxjaele 3 AHA). O6muit Kypc NpPOTHBOBOCHA-
nuTenpHON Tepamuu cocTaBiser 1-1,5 Mecsama, uMHOrZa —
2 MecAna.

Ilpu nodocmpom W XPOHUHECKOM TeYeHUH MUOKApAMTA
JIOTIOJIHUTEIbHO HA3HAYAIOT XMHOJMHOBbIE IperapaTsl (Oexna-
2un, naaxeéenur) Ha 4—6 Mecsnes.

U3 xapauoTpodHLIX CPENCTB NPUMEHAITCHA IO NMOKA3aHH-
M IpenapaThl KaJuf U MarHus (nawanzuw, acnapkai, maz
Hepom), U aHTHOKCHJAHTHBIH KOMIUIEKC (aesum, mpueum),
Koxapbokxcunasa, nupudoxcarv@ocpam. Ilocse octpoii dassl
MHOKADANTA, OCOGEHHO IIPH CHHIKEHHOM CepleYHOM BBIOpOCE,
JKeJlaTeJbHO HasHAUYeHWe puboxcuna Ha 1-2 mecsama. B mo-
clefHee BpeMsi B KadyecTBe AHTHAMCTPODHUYECKOTO CpeAcTBa
HCIONB3YIOT MUuAOpOHAM, KOTOPbIH Ha3HayaeTcA B TeueHHe
1 MecAna o onpejeseHHOI cxeMe.

Ilpu annepzuveckux muoxkapdumax IOKA3AHBI AHMU-
szucmamunnble npenapamot, npedHU30NOH, TPH MmoOKcuiec-
Kux — 0e3UHMOKCUKAYUOHHAS mepanus, npedHu300H, Kap-
duompognuie cpedcmea.

Ilpy pasBUTHM Cep/eYHOH HeJOCTAaTOYHOCTH IOKA3AHBI
AMYPEeTHKH, MaJble J03bl CepAeYHBIX TIIMKO3UAOB (JuzoKcuH
na pacuera 0,04-0,05 Mr/kr Macchl Tesa, BTY [03y Hachllie-
HUA pachpefessioT Ha 3 AHSA, 3aTeM NPUHUMAIOT MOJIePIKHU-
BAIOMIYI0 703y). IIpH CTOMKMX APUTMHUAX [0 NOKA3AHUAM Ha-
3HAYAKOTCA AHTHAPUTMHYECKHe IpenapaThl.

IuTaaue 60JbHBIX HOJXKHO OBITH MOJHOIEHHBIM, C JOCTa-
TOYHBIM KOJIMUecTBOM Oesika, MHKDPO3JeMeHTOB, BUTAMHHOB.
KesaTenbHBI OrpaHMYeHHe MOBapeHHOW conu (mpu cepred-
HOW HeJOCTATOUHOCTH) M ymoTpebieHHe MPOJAYKTOB C BBICO-
KHM COJlep)KaHueM cosieil KaJusd M Marsus (uMsioM, Kypara,
MHXKHD H ApP.).

Jucnancepusayusn GoJbHBIX, NMePeHeCUIMX OCTPLIH MHO-
KApAHUT, TPOBOAUTCS B TedeHHe 2 JIeT, MOJZOCTPbIA — 5 JerT.
et ¢ XpPOHMYECKHM MHMOKAPAMTOM COCTOST HA JAMCMAaHCep-
HOM yyeTe B NOJHMKJHMHHKe BIUIOTH /IO NepeBoja MX K Tepa-
neBraM. Ilocsie BBIIMCKH M3 CTAIIMOHAPA OCMOTP IIPOBOAMTCA
e)keMecsAUHO TepBhle 3 Mecsla, 3aTeM 1 pa3 B KBapraj, Ha
BTOpoM rogxy — 1 pas B mosayroaue. [lucnaHcepHbIH OCMOTP
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3aKJI0uaeTCs B KJIMHMYECKOM obciefoBaHWM pebGeHKa, CHA-
tun OKT, npm Heobxopumoctu mpoBopuTca Y3U cepama.
IaloTcs coBeThl MO MUTAHHMIO U pesKuMy AHA. Bompoc o saHs-
THAX (UBKYJABTYPOM B INKOJe pelIaeTcs MHAABUAYAIBHO.
OGBIYHO HA ONMH TOJ [eTH OCBOGOXKAAIOTCA OT 3aHATHH B OC-
HOBHOi1 rpynne, uM HasHadaerca JI®K. Yepes rox mpu or-
CYTCTBMM NPHU3HAKOB BOCIAJIEHUs paspellaeTcs [ocemiaTb 3a-
HATHSA B MOATOTOBUTENBHOW IpyIIe, 3aTeM B OCHOBHOM. [le-
TAM, NepeHecIlMM MHOKAPAUT, 3AaHATHA B CIENUATBHEIX CeK-
LMAX He MOKA3aHBI.

Ecnu BO BpeMs AMCIAHCEPHOTO OCMOTPa y peGeHKa BBISAB-
JIAI0TCS M3MeHeHUs B cep/lle, KOTOPHIX paHbIIe He 6bL10 (3TO
rOBOPUT O M[pPOrpecCMPOBAHMH MpoIlecca), XKeJaTejJbHO ero
rOCHHUTANN3UPOBaTh. Kakaoe obocTpeHMe MHOKapauTa Jie-
yuTcs B CTAlMOHApe MJIM aMOyJaTOPHO NPOTHBOBOCHAJIH-
TeJIbHBIMM M KapAuOTPOMHBIMH IpernapaTaMH.

O6s3aTeNbHO NPOBOAMTCHA CcAHAIMA OYAroB HHGEKIUH.
IlpodunakTuyecKkse NPHBUBKHM MPOTHBONOKA3aHBI IOCJe me-
peHeCceHHOro OCTPOro MHOKAPAMTA Ha 2 roja, NPA XPOHHYECKHX
MHOKapJAUTax — IHOCTOSHHO.

TJIABA 1l

CIIOPTUBHOE CEP/IITE

ITog TepMHHOM <«CIOPTHBHOe cepjue» MOHHMAIOT BCe H3-
MeHeHHs, TMPOMCXOAAI(Ne B cepAle MOJ BIUSHHEM CIOPTHB-
HBIX HATPY30K. BrepBble 9TOT TePMHMH CTaJlH NPUMEHATH B
konue XIX B. B 1938 r. I'. ®. Jlaar npeAsoxu pasdfensdTb
cropTHBHOE cepAle Ha (HUINOJOTrHYecKoe U MATOJOTHIECKOe.
C Tex mop 3Ta TEPMUHOJIOTHS BOLLJIA B IPAKTUKY.
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TlpexcTaBUTEIN CHOPTHBHON IIKOJIBI BPauyu JI. A. ByTtueH-
ko u A. T. Jlem60 pacmuinpuiy ydeHHe O CIOPTHBHOM CepALe.
B macrosmiee BpeMs 3TH HcCIefOBAaHMA IpomosuKaiores. B
CBASH C TeM, YTO CIIOPT «IIOMOJIOAeN», mpobjeMa CIOPTHBHO-
ro cepAla cerofHs BCTaeT Iepej] MeJUaTPaMu.

H3BecTHO, UTO OCHOBHAs HAIPY3Ka NMPH 3aHATUAX CIOPTOM
JIO’KUTCS HA CepledHO-COCYAUCTYI0 CHCTeMy peGeHKa, I03TO-
My OHa M cTpajaeT GoJbllle Bcero HPH HeJOCTATOYHOM Bpa-
ye6GHOM KOHTpOJIe 32 TPeHHPOBOYHBIM DEKHMOM CIOPTCMeHa.
Hepeako 10HBIE CIOPTCMEHBI IIONAAAIOT B KAPAMONOrMYeCKHit
cTanmuoHap y:Ke € HeoGpPATUMBIMM IOCJIeJCTBUAMU MEL.
MeAy TeM CBOeBDeMEeHHAS KOPPeKIHsl HATPY3KH, NHUTAHUA
M peXkuMa [JHA BIOJHE MOXKeT NpeJoTBPATHTh PA3BUTHe Ha-
ToJIOTMYEeCKUX M3MEeHeHUIl B cepale.

Bompoc 0 TOM, MOXKHO JIM 3aHMMATLCH CIOPTOM, POJAMTENH
Bcerja BHAUAJIe PeIlaloT ¢ y4acTKOBBIM MeJHaTpoOM HJIH JeT-
CKMM KapJ¥opeBMaToJIoroM. BoT mouemy aTHM cIeNHaIHCTaM
HY’KHO 4YeTKO 3HATh IPOTHBOIOKA3aHUA K 3aHATHAM B CIOD-
TUBHBIX CEKIMAX.

He pexomeH/JyeTcsl 3aHMMATBCA GOJILILIUM CIIOPTOM AETAM,
MMEeKLUM CJIeAYIOLUYI0 NaTOJOTHIO:!

m BpoxxjeHHble U NpHOGpeTeHHbIe MOPOKHU CepAlla ¥ Ipo-
nance! kiaanasos II u III crenenu.

m Kappur sn060if 9THOJIOTHH B aHAMHe3e.

W BpojgeHHble AQHOMAaJNM IPOBOAHMKOBOH  CHCTEMBI
cepauna (cunapomer WPW, ykopoueHHOro HHTepBaja P-Q,
CPP2K, IIIIBXK), a TakKe CUHAPOM cJaboCTH CHHYCOBOTO y3-
JIa ¥ CHHJIPOM yAJHMHeHHoro nHrepBana Q-T.

® HapyueHnusi puT™Ma cepjAia U MPOBOAUMOCTH.

m XpoHHUecKHe coMaTHYecKHe 3a60JIeBAaHUA.

m Ouarm XpoHMYecKON MHGpEKIUH (XPOHWUECKHH TOH3HJI-
JIUT, aJeHOMJUT, CHHYCUTHI, MepPHOAOHTHTHI). EcThb MHeHue,
4YTO yCHJIeHHe KpoBooGpalleHMs Nmpu (PU3HUECKUX HArpyskax
cnocobCcTByeT BBIMBIBAHHIO MHKPOOOB M MX TOKCHHOB M3 odYa-
roB MHQEKIMH B KPOBb, UYTO BeAeT K MHTOKcHKamum m MKJ[
(A. T. Jlem60, 1980; H. A. Besnokons, 1987).
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® CuHApPOM BereTaTMBHOM AMCOYHKIMUHU C KPHU3OBEIM Te-
yenneM. OcobeHHO TsyKesNo mpucmocabiuBaoTca K (usude-
CKMM HArpy3KaM AeTd C CHMIATHKOTOHMeH M rHUIepcuMIa-
TukoTroHudeckoit BP. Takoe cepale, Kak NpaBUJIO, HealeK-
BATHO M HE3KOHOMHO pearupyer Ha (U3HuecCKHe HATPY3KH,
6LICTPO YTOMJISIETCS, YTO YACTO IPHUBOJTUT K €ro AUCTPODHHU.

Hexoropsie asropsl (H. A. Bemokoms, M. B. KyGeprep,
1987) cuMTalOT, YTO ecThb AeTH, reHeTHYeCKH He HPUCHOCO6-
JleHHBIe K CIOPTY. OTO JEeTH ¢ TaK Ha3blBAeMBIM KalleJbHBIM,
WJIU TMIIO3BOJIOIMOHHBIM, CepAIeM, UYTO XOPOIIO BHAHO HPH
peHTreHosorndyeckoM wucciaegoBanuu. OBBIUHO AJIsT HUX Xa-
PAKTepHA IMIEPCUMIATHKOTOHHSA. BoJbliMe HArPY3KH y Ta-
KHMX JeTeil GbICTPO BBI3bIBAIOT (HOPMHUPOBAHHME MATOJIOrHYe-
CKOTO CIIOPTHBHOTO CepAua.

BoapacTt peGeHka o 6 JieT ABIAeTCA OTHOCHTEJBHBIM IIPO-
THBONOKA3aHMEM K 3aHATHUAM CIIOPTOM. ¥ JeTeil JOIIKOJIBHO-
ro BoapacTa mnpeobJajaeT cCHMOATHYECKas Peryiflusd cepied-
HO-COCY/IUCTOM CHCTEMBI, II09TOMY OHM Xy’Ke afanTHPYITCA K
Gonpmum HarpyskaM. K 7 romaM JKM3HH <«IIPOCBINAeTCA»
Gny:KJAOIMUil HepB, NPOMCXOAUT HEKOTOpoe ocjabieHHe
CHMIATUYeCKOW aKTHBHOCTH M CepAIlle MOXKeT aJeKBaTHO pea-
rupoBaTh Ha GU3NYECKYI0 HATPY3KY.

Ilepex TeM Kak pelIMTh BOIPOC, MOXXHO JIH pebeHKy 3a-
HMMaTbcs cIOpTOM, eMy Heobxogumo caenarts OKI, KUT u
V3U cepaua. Iocie aToro cirefyeT ONpeAesnTb ero WHAWBH-

AYAJIBHYIO PeaKuuio Ha (PUIHYECKYI0 HArPY3KY. JKenatensHO
NpoBOAUTH MPOGHYI0 HArpy3ky Ha Benoaprome’rpe (1 Br/kr,
45 06/MuH B TeueHue 3 MHH). IIpH OTCyTCTBHH BeJIO3promeT-
pa megMaTp AOJKeH IpOBecTH mpoly B BUAE 20-30 mpucena-
Huii B GeicTpoM Temme. IIpu 61aronpUATHON peaKIHH Ha Ha-
rpysky YCC ysennuuBaerca Ha 20—-30 yzapoB IO CpPaBHEHHIO
¢ MCXOJHBIM yPOBHEM, AMACTOJMYECKOe AaBJieHHe He M3MeHs-
ercsi MM CHMKaeTcss Ha 5—10 MM pT. CT., CHCTOJHYECKoe
nasieHue Bospacraer Ha 15-20 mm pr. cr. Yepes 10 MuH mo-
cJle HArPY3KHM Bce NOKA3aTeld BO3BPAIAIOTCA K HCXOAHOMY
yposawo. Ha OKI' mocse npobbl He JOKHO MOABJIATHCA HH-
KAKUX [ATOJOTMYeCKMX M3MeHeHHil. J[eTH ¢ TAKHM OTBETOM
Ha (PU3MUECKYI0 HAIPY3KY MOTYT 3aHMMATHCA B CHOPTHBHBIX
CeKIUAX.
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®U3HO0JOTHYECKOE CIIOPTUBHOE CEP/IINE

Ilox TepMuHOM «(hH3UOJOTHUECKOe CIOPTHBHOE cepAne»
NMOHMMAIOT XOPOLIO afaNlTHpOBaHHOe K (hU3UYECKUM HArpys-
KaM cepjlle CMOPTCMeHa, T. €. TAKOe COCTOAHHME CeplevHOH
MBI, TIPA KOTOPOM JIEIKO NePeHOoCsATCA Bce TPeHUPOBKU U
COpeBHOBAHHMS U IIPH 3TOM He BO3BHHMKAET HUKAKHX cyOBeK-
TUBHBIX ¥ 00BEeKTHUBHBIX MATOJOIMYECKUX CHUMIITOMOB.

AnanTanus cepAlla K HarpyskaM HauWHaeTcs C IIePBBIX
MecsieB TPeHHPOBOK, UTO MPOSIBJISETCSA ero rumepdyHKInei.
Ilpu aToM peGeHOK He MCIBITBIBAET HMUKAKOro AMCKoMdopTa,
He sxanyerca. Ha OKI' perucTpupyioTcs yMepeHHas CHHYyCO-
Bas Gpagmkapausi, HopMaibHoe monoxkenue D0OC, mpusHaku
yBeNNUeHUsI 9JIeKTPUUECKOU aKTHMBHOCTH JIEBOrO JKeJyAouKa
(BbIcOKMit 3yben Rvjs, raybokue 3y6upt Svyp, MOXeT MOsA-
BuTheA 3ybent Qvs), pesre — HemosHas G1okajga npaBoil HOX-
ku nyuka I'mca.

Ilpn Y3U cepauma ¥ peHTreHOJOTHUYECKH y JAeTeil B OTIH-
4Me OT B3POCI]bIX CIOPTCMEHOB OObIUHO He Habmiofaercsd fAB-
HBIX TPU3HAKOB [MJATAIMM M TUNIepTPodHUU JIeBOrO JKeny-
nouxa. AJl HopMasbHOe JM60 HAXOMUTCA HA HUIKHEH IpaHuIe
mopmel. IIpu KUI' ompefendioTcss HOPMOTOHMA MJIM yMEpeH-
Hasi BAroTOHMS M HopMmanbHbIl Tun BP (B. U. Ilpuxoxeko,
JI. M. Bensesa, 1999).

OueHb BaXKHBIM JJIf I0HBIX CIIOPTCMEHOB SIBJIsIETCS BOIPOC
o nuraHuu. IluTaHWe MOJKHO ObITH PAIIMOHAJBHBIM, T.e. Jac-
ThIM (Kaxable 3—4 u), JOCTATOYHO KAJOPHUHHBIM, ¢ GOraThM
coflepkanneM Geska, MHHEPAJOB, BUTAMHHOB. B panuon obs-
3aTeJIbHO MOJIKHBI BXOAUTH MSCHBIE M pblOHBIE MPOAYKTEL,
TBOpOT, oBom(M, (HPYKThI, coku. He MeHee BaxkeH M PeHM
J[HSI, COH JoJKeH mpogoskaTbesi 8—9 u B cyTkHu. CoBeplieHHO
IPOTMBONOKA3AHEI HUKOTHH M axKkoronb. Eciu Bee 910 He co-
6ar0/laeTcs, TO 1O Mepe HApACTAHNWA HArPY30K HEPeAKO IMOsfB-
JIfileTcsl TAK HA3bIBAeMOe TLOZPAHUYHOE COCTOSIHWEe, KOTopoe
MOXKeT B JajibHeillleM IepeiTH B NATOJOTHYeCKOoe CIIOPTHB-
Hoe cepane. OueHb Ba)KHO He NPONYCTUTH 3Ty (asy, HOTOMY
YTO CHMIKEeHHMe TPeHHWPOBOYHON HATPY3KHM MJM [a)ke BPeMeH-
HOe ee MpeKpalleHHe B YKAa3aHHOM IlepHOJe JAeT XOPOLIMH
Pe3yJIbTAT, MOJHOCTHIO BOCCTAHABIMBAET CePAeYHYI0 MBILINY.
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B morpaHMYHOM, WJIHM TPeANATOJOTMYeCKOM, COCTOAHUH
JeTH MOTYT >KaJOBAThCSl HA TEPHOJUYECKYI0 YTOMJIAEMOCTS,
roJIoBHYIO 60JIb M HeNpHUATHbIE OLUIYIIeHUs B ob6JacTH cepaua.
Ha 9KI' MoryT mosBUThCS BbIpakeHHas Gpagukapiaus, MH-
rpanusi MCTOYHMKA PUTMa, BhicOKMe 3y6usl T B rpyAHBIX OT-
BeJeHUAX, CBU/eTeJbCTBYHOI(Ue JUGO O BATYCHOW AKTHUBHO-
ctH, au60 o rumokcuu mMmokapaa. Ilo garaeiM KUT ob6Hapy-
JKUBAIOT BATOTOHHMIO C CHMIATHYECKOW HJIM Jayke THIEPCHM-
natudyeckoit BP. Ilpm V33U cepanma BeIABIAAETCA ImpoJjarnc
MUTpaJbHOrO KjamaHa 1 cTemeHHM, a Takyke HeGoibmoe pac-
LIMPeHHe TMOJIOCTH JIeBOro JKeJylouKa.

OTu uaMeHeHUsl OOLIYHO CBfA3aHBI ¢ BOSHUKAKOIIeH BereTa-
THBHOU AMcYHKIMeH, KoTopas MOXKeT GbITh IePBLIM 3TANOM
passutus MKJI. Ilpu mporpeccMmpoBaHMM Ipolecca MOABIA-
JOTCS 9KCTPACHCTOJIbI, MCXOAfALINe M3 NpefcepAuil MM mpa-
Boro skenymouka. OHM, Kak HpaBUJIO, BOBHHMKAIOT Ha ¢oHe
6pagMKapAMHM M HMMeIOT YeTKHil BAro3aBHCHMBIN XapakTep,
YTO TOATBEPKAAeTCA MOJOKUTEeNbHOM QYHKIMOHAIBHON MPO-
60it ¢ amponuHnoMm.

IIpn Bcex 3TMX CHMITOMAX HEOOXOAMMO YMEHBIIHTH HIIHK
naxke BpeMeHHO (Ha 2-3 Mecsla) NPeKPaTATb TPeHHPOBKH,
HAJIAUTh PALMOHAJBHBIA PEeXXUM JIHA M NUTAHUSA, HASHAYHTH
BUTAMHHBI. 3aHATHA CIOPTOM MOXXHO INPOJOJI’KATH TOJBKO
OpH MCUE3HOBEHWHM BLISBJIEHHBIX BereTATHBHBIX AUCHYHK-
nuit. Ecau oHM coxpaHsSIOTCH B TedeHHe 6 MecsAnes, HYXHO
OTKasaTbecA OT JajbHEeHIINX 3aHATHI cmoproM. B mpoTHBHOM
caydae cieAylIuM aranom Gyxer JopMupoBaHUe MATONOTH-
4ecKOro CIOpTHBHOrO cepjla.

IIATOJIOTHYECKOE CIIOPTHBHOE CEPJIIE

ITox TepMHMHOM «[ATOJNOrHYECKOe CIIOPTHBHOE CepJame»
nofpa3yMeBaioT Bce 3a60JIeBAHUA cepAla, KOTOPhle BO3HHKA-
10T TOJ BAMSHHeM (U3MUeCKUX meperpysok. IIpexje Bcero
aT0 Muoxkapduoducmpopus.

TloHsATHE ¢MHOKAPAMOAUCTPOMHA», MM <«THCTPODUS MHO-
KapJa», BIepBble GBIJIO NpeJIOXKeHO U 060CHOBAHO T. ®. Jlan-
rom B 1936 r. MKJl — aro nHapyuleHHe MeTabosusMa B MHO-
Kap/le Ha GUOXMMNYECKOM YPOBHE, YACTHYHO WJIH NOJHOCTHIO
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obpaTuMoe NpH ycTPaHeHWH BEI3BaBINel ero mpuumHbl. [lau-
TeJbHO CYIIeCTBYIOI[as M IpOrpeccUpyloas AUCTPOhHSA
MHOKap/ia BeJeT K CHHIKeHHIO ero COKPATHTeNbHON (PYHKIHU
M pasBUTHIO cepAedHoii HegocraTouHocTH. Ocrpas MK Mo-
JKeT BbI3BATh OCTPYIO CepAeYHYI0 HeJOCTATOYHOCTD.

MK][ — Bcerga BTOPMYHBIH Ipollecc HeBOCHAJIUTEIbHOTO
XapakTepa, BKJIIOYaloImuii B ce6s BereTaTHBHBIE, obMeHHBIE,
depmerTaTHBHBIE (MOrYT OBITH BPOXKAEHHBIMHU), 9TE€KTPOJIUT-
Hble U HeifporymopaiabHble Hapyuenus. I'. ®. Jlaur npeaio-
sku1 noppasgenars MKJ] mo aTHosorMuyeckoMy NPUHIHUIY,
4YTO Mcmonb3yeTcs W B Hame BpemdA. Jluctpodus MuOKapAa
MoskeT HabJiofaThes y AeTeil J060oro Bo3pacra, Jayke y HOBO-
pokAeHHBIX. [[pUYMHAMH ee Pa3BUTUA MOTYT CTaTh IepeHe-
CeHHble BHYTPUYTPOOHble MH(MEKIMH, NMepuHaTaJbHas IJHIE-
dasonaTus, yacTble NPOCTyAHbIe 3aboseBaHUS, XPOHHUUECKAs
ouaroBas mHpeKnus, GONe3HNM KPOBM, JIOObIe XPOHHUYECKHE
comaTHdeckHe 3abosieBaHUSA, SHAOKPMHHASA NATOJOTHsA, Iepe-
HeceHHbIe KAPAWTHI, AJMUTebHAS TUIOAWHAMMUSA, & TaKxkKe Du-
3UYecKue MeperpysKku.

MKl y I0HBIX CIOPTCMEHOB BO3HMKAET BCJIe[ICTBHE Iepe-
HanpsikeHus: cepAua. TepMHH «IepeHampsi’KeHHe cepaua»
HCIOJIb3yeTCsl B TeX cJydasdX, KOorja cepAle IOABepraercs
ypeaMepHoii Harpyske. B cBolo ouepelb, Upe3MepHOi ciexyeT
cuuTaTh JNWOYI0, Aa)ke HeGONBINYI0 HATPY3Ky, NpeBbIIIANO-
IyI0 BO3MOXXHOCTH AAHHOTO JIMIA B OIpeJesleHHbli MOMEHT
ppemenu (A. T'. JlemGo, 1980).

IlepeHanpsi>keHne cepAla MOXeT ObITb OCTPBIM M XPOHH-
yeckuM. OcTpoe mepeHanpsikeHne — ato ocrpasg MK][ Bciex-
cTBUe uaHUecKoro crpecca (copeBHOBaHMe, Kpocc), OHA MO-
JKeT NMpHUBEeCTH Ja)ke K cMepTH. XPOHHYeCKOe IepeHanpsiKe-
HHe popmupyer xporndeckyio MK]I, koropas passuBaeTcs B
TeyeHHe MecsIeB, JIeT B pe3yJbTaTe IJHMTENbHBIX (u3nde-
CKMX HATPY30K, HE COOTBETCTBYIOIIMX (YHKIMOHAJILHBIM
BO3MOXXHOCTAM CepAIa.

B nociexHee BpeMs yBeJuuusoch 4ucio caydaes MK y
neTeif, 3aHMMAKIMUXCH CIOPTOM. B03MOXHO, 9TO CBA3AHO C
pocToM o6beMa ¥ MHTEHCHBHOCTHM TPEHHPOBOUHBIX HATPY30K
6e3 yueTa MHAMBHAYAJIbHBIX ocobeHHocTeil peGenka. YacTo B
CIIOPTHBHBIX CEKIUAX 3aHUMAKIOTCA TeTH C OYaraMu XPOHH-
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yeckoif MHQEKIHH, a HepeJKO TPeHUPOBKH NPOAOIKAIOTCA
B IePHOJ OCTPBIX BMPYCHBIX MH(eKIMi, mpoTexaiomux Ges
BBIDAYKEHHON KJIMHAYECKONW KAPTHHBI, T. €. B TOT MOMEHT,
Korja OpraEmaM ocjabieH ¥ jJake yMepeHHas (uaudeckas
HATpYy3Ka MOYKeT NpUBECTH K IepeHATpskeHHIO cepAna. Ta-
KHe MOMEeHTBI JOJIIKHBI 0053aTeJIbHO YUUTHIBATECA BPAYOM.

CoBpeMeHHBIe IIKOJAbHUKY B TedeHHe yueGHOTO rofa OTHO-
CHTeJIPHO MAaJI0 JBUrAlOTCs, MHOrO BpeMeHW IPOBOAAT 3a
yPOKaMH, KOMILIOTePOM, y TeleBudopa. VIHOrKa GmICTPBIA
Hepexo OT TAKOro AJMTeJbHOTO COCTOSIHMS IMMINOAMHAMHH K
WHTEHCHBHBIM TPEHMPOBKAM CIOCOGCTBYeT PasBUTHIO JHC-
Tpodun Muokapia. [leTpeHMpoBaHHOE CepAlle JOJKHO mocTe-
NeHHO BXOAHMTb B PUTM (PM3MYECKUX HArPY30K, YTO KOHTPO-
JiMpyeTcsi CIOPTUBHBIM BPauoM.

C jpyroit CTOpOHBI, NATOJOrHYecKHe HM3MeHeHH:A B MHO-
Kapjle MOTYT NMOSBUThCA M NMpPH BHE3aNHOM IPeKpalleHHH 3a-
HATHI CIOPTOM, ecl¥ TPeHWPOBKH MPOAOJIKAINCH B TeUeHHe
meckoabKknx et (B. X. Bacunenko u ap.,1989).

Ocnopoit passutnsi MKJl npu upeaMepHO#t (uaudecKoi
HArpy3Ke sBJseTcs KHUCJIOPOIHAS HEA0CTATOYHOCTh MHOKAap-
na. Ou3MYecKUil ¥ 9MOIMOHAJBHBIN CTPecc COIPOBOMKAAGTCH
BBIGPOCOM B KPOBb M TMOCTYIJIEHHEM B MHOKapA Gojsioro
KOJIMUeCTBA KATeXOJAMHHOB (aJpeHajnHa ¥ HODAAPeHAIHHA)
¥ KOPTHKOCTEPOMZOB, 9YTO BeJeT K HAPYIIEHHIO TKAHEBBIX
OKMCJIMTeJNbHBIX MPOIeCCOB, BbI3blBaeT MIOKcHI0. B ycioBu-
AX TUIOKCHM AKTHBUPYIOTCH IIepeKHCHOe OKHCJIeHHe JIHIH-
0B, OKCHIAHTHas cmcTeMa, obpaSyerTcss M3GBITOK ruapore-
POKCHJIOB, UTO NPHBOAMT K MOBPEXKAEHHIO KJIETOYHBIX MeM-
6pan. Kpome Toro, HapymaiooTcs 3J1eKTPOJHTHBEIE COOTHOIIE-
HUA B MHOKAapJe: MOABJIAIOTCS TFUNOKAJIHeMHs, THIEpKaJb-
uMeMHs W TUINepHATPUeMHs. BelpakeHHAs THIIOKCHS MHO-
Kapa B COUeTAHMM C De3KHMH 3JeKTPOJHTHBIMH HapyIle-
HUSIMH MO’KeT NPUBOJAUTEL AaXKe K BO3HUKHOBEHHMIO HEKPO3OB
B CepAevYHOIl MbIIIIe.

MEK]Jl morkeT pa3BUThCS, ecJH TPeHHPOBKH HJIH COPEBHO-
BAHMSA MPOXOAAT B MHIIOKCHYECKMX YCJIOBHAX BHeIIHeH cpesibl
WM OpraHM3Ma: HA BbICOKOrophbe, TPH H3GHITKE yIriepoia Au-
okcuaa B armocdepe H B KpoBHM (rHIepKamHAYeCcKHe ycJso-
BH), YTO GBIBAET MPH CKPHITHIX 3a60/€BAHUAX CHCTEMBI KpO-
BM, JBIXaHUSA, OOMeHA BelecTs.
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Ocmpoe nepenanpsascenue cepdya WHOTAQ TNPHBOAMT K
BHeBAIHON cMepTH. B GosbIIMHCTBE CIyYaeB 3TO OblBaeT CBS-
3aHO ¢ HepacIo3HAHHBIMH paHee aHOMAJNUSAMH H 3aboJeBa-
HUAMHU cepauna. Tak, OOMCAHBI CIydad CMePTH HOHBIX CIOPT-
CMEHOB, CKPBITO CTPAJAIONIUX THNepTPOdPHUECKON KapAuo-
Muonarueif, AHeBPU3MOil a0PThI, HEKOTOPBIMU BPOKA€HHBIMH
nopokaMy cepAuna (KJamaHHBIM CTEHO3 aopThl, aHOMAJbHOE
OTXOK/JeHMe KODOHAPHBIX apTepuiéft W 7ap.), PaHHUM aTe-
pOCKJIepo30M KopoHapHbBIX cocyioB (A. T. [lembo, 1980;
H. A. Benokons, M. B. Ky6eprep, 1987).

B HeKOTOpEIX ciydasfx ocTpasf (usuueckas Ileperpyska
MOJKeT BBI3BATH KOPOHAPHYIO HEJOCTATOUYHOCTb M NPHBECTH K
uH(APKTy MuHOKapia. ¥ CIOPTCMEHOB CO CTa)KeM 9TO 0bbsic-
HAeTCS pasBUBIIelcA runeprpodueil MUOKapia U Y3KUMHU U3-
BUTHLIMM KODOHADHBIMU COCYlaMH C MAaJbIM KOJHYeCTBOM
Kosnartepaneit. Takue KOPOHAPHBIC COCYABI MOTYT OBITbH HH-
JIMBHAYAJTIbHON 0cobeHHOCTHIO pefeHKa, 3aKpelJieHHOH reme-
THYECKHU.

Bo3MOKHA ApUTMOreHHas cMepTb Ha (oHe GHU3NUECKOIt
neperpysku, Hepeako 9To HabiiogaeTcs y CIOPTCMEHOB CO
CKPBITO NPOTEKAIMMMH CHHAPOMAMM TIpeABO3OYHAeHHS JKe-
nypoukoB (cuHppompl WPW M yKopoueHHOTO HHTepBasa
P-Q), a Takxxe cuHApoMaMu cjabocTH CHHYCOBOrO y3ja M
yanuHeHHoro nHTepBanta Q-T. IlerAM ¢ TaKMMH aHOMAJIUAMH
[OPOTHBOIOKA3AHO BaHUMATLCSA CIIOPTOM.

B TaKenbIx ciydasX IepeHaNnpskKeHUs cepaula ocTpas
MEK]l ocioxHsieTcsi OCTPOH cepeyHOHl HeI0CTATOUHOCTHIO,
yale JIeBOXKeJIYAOUYKOBOM, M CIIOPTCMeHa He Bcerja yjpaercs
coacTu. IIpu aToM odeHb OBICTPO HApacTaeT OTeK Jerkux, Ko-
TOPBIH He MojAxaeTcs Tepanuu.

B GoJsee Jerkux ciay4yadx ocTpad AUcTpodusa MHUOKapAa
nocye hU3UYECKON IeperpysKH MoykeT He JaBaTh SBHOU KJH-
HUYECKOU KaPTHHBI, a mposBiaAThes auiub Ha OKI'. IIpn atom
PEerMCTPUPYIOTCH  CHMXKeHHe IPOIeCcCOB  PernoJspus3aninu
(ymeHbuIeHne M ymuomieHue 3youa T) B rpyaHBIX OTBejeHM-
51X, B OCHOBHOM B V4 g, u cMeuienne cermeHra ST BHU3 BhI-
NYKJOCTBIO BBePX B TPYAHBIX OTBeJeHUsX. B cBA3M ¢ arum
BCeM IOHBIM CIOPTCMEHaM Iocje COpPeBHOBAHMI IOKasdaHo
cuaTne OKI'. IIpu BbISIBJIEHHH ONHCAHHBIX M3MEHeHMH KeJsa-
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TeJIbHO TIpOBecTH (YHKIMOHAJIBHBIE IPOOBI € KajiueM H
B-agpeno6ioKaTOpaMM M Ha3HAYUTH COOTBETCTBYIOINME pea-
6UIMTALMOHHBEIE MepONpPUATHS. DTO MOryT OBITH BpeMeHHOe
orpaHMuYeHyue (U3UYECKUX HATPY3OK, Nperaparsl Kalusd UM
B-ampenobiokaTopel (B 3aBHCHMOCTH OT  Pe3yJbTaTOB
1po6), puGOKCHH, BATAMUHLI, IOJHONeHHOe nuTanue. Toabko
nocine HopMaimsanun OKI' MOXKHO NpOAOIKATHL 3aHATHA
CIIOPTOM.

Xponuueckoe nepenanpaxcenue cepdya — sro MK],
pas3BUBaloLasics MOCTeNeHHO. Y HEKOTOPHIX feTeil OHA MOJKeT
NOSABUThCA yKe deped 3—4 Mecsla yCHJIEHHBIX TPeHHPOBOK.
BosHuKaloT kajuobsl Ha Gonu B objacTH cepAua, rOJIOBHYIO
60J1b, IIEPUOMUECKYI0 clabocTs, rooBokpyskenue. Ilpu Y3U
cepAna MOTYT 6bITh OOHAPY’KEeHBI PacIlHpeHHe MOJIOCTH JIeBO-
ro jKeJyjouKa, MpoJanc MHUTpajbHOro Kiamana I cremeHw,
pexke — CHH’KeHHe COKDATHTeJbHOH (YHKIUM JIEBOTO JKely-
nouka. OJHAKO OCHOBHble W3MeHEHHs, MO3BOJISIOIIME IIOCTA-
suTh auaraod MK]] duxcupyloresa Ha 9KT.

Ha DKT uacTo onpefesifioTcs CHHycoBas TaXHKapaus (He-
671aroNpUATHLIA NPU3HAK Ui IOHOTO CIHOPTCMeHa), CMelleHHe
cermedta ST BHM3 M HapylleHHe IPOLECCOB penoJsipHaa-
uun (Mensiores dopma u ammiuryaa 3y6ma T). Kpowme Toro,
HNOABJAIOTCSA MoJouTe bHble 3yonelr U. Bce aTH H3MeHeHHA
perucTpupyloTcsi B ocHoBHoM B oTBemenusax III, avF u rpya-
HBIX.

A. T. Jlem60 (1976, 1978) BbigensieT TPH CTATHH MEK[ no
nagapiM OKI npu xpoHHuecKoM (H3MYECKOM NepeHampsxe-
HUHM cepAua.

Ilpu I cmaduu ormvedyaercs ynjomeHHe HIH H3OMeT-
puuHocTh 3y6uos T B oTBejleHHAX OT KoHeuHocTell U B V4_g.
Hepenko perucTpupyloTCs MOJOMKNATEIbHbBIE 3y6uer U.

Ilna II ¢cmaduu MK xapakTepHsl ABYX(asHbIe 3y6mB!
T B GoJblLIMHCTBE OTBEeJeHHH B COYETAHHU CO CMeIleHHeM
pHu3 cermenTta ST.

Ilpu III c¢cmaduu HabmoAaercs IOJHAS WHBEPCHSA
aybuoB T (oHM craHOBATCA OTpHUIATE]bHBIMH) BO MHOTHX
OTBeeHMAX, coueraiomiagcs co cmemeHnuem cermenta ST
BHHS3.

Hamyu HaGIIOJeHNsI FOBOPAT O TOM, 4YTO y AeTei, 3aHM-
matomuxcs cnoproM, MKJ[ mMo)keT pasBHThCA B PasinvHBIE
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cpoku (oT 2 MecsmeB Ko 2 JeT), IPU 3TOM NOPO# TPYyAHO ObI-
BaeT YeTKO YCTAHOBUTH CTaAMIO mpomecca. B geTckoM Boapac-
re wame Berpevaeres I uiu II cragua MK], a na OKT' peru-
cTpupyoTes orpunarenbHsie 3yousr T B orBegenuax Vyg, III
u avF, KoTopsle BpeMEHHO HOPMaJIU3YIOTCA Mocje (QyHKIHO-
HanpHOM mpobGel ¢ KanueM u [-agpeHobiokaropamu. Ilo-
BUAMMOMY, B pasButnu crnopruBHoii MKl y xereii Bexyuiyio
POJIb UrPAlOT BereTaTUBHBIE CABUTH.

IIpuMepHO y OHOM TpPeTH IOHBIX CIHOPTCMEHOB C XPOHHYe-
ckuM nepeHanpsikeHueM cepana Ha OKI ¢ukcupylores Mu-
rpanus MCTOYHMKA PUTMa, 9KCTPACHCTOJEI (Yallle Ipejicepn-
Hble WJIM IpaBoXKenyaoukoBbie), AB 6iokazxa I crenenn. He-
6/1aroNpPUATHBIM NPU3HAKOM fABJISETCA MOSBJIEHUE JIEBOXKeTy-
JIOUKOBBIX MJIM MOJUTONHBIX 3KcTpacucrosn, AB 6iokaaer II
cTeneHu. OTH M3MEHEHHUS yrKe He TONbKO BereTaTUBHBIE M
CBH/ETEeJILCTBYIOT O nporpeccupoBanuu MK]I.

IlpuBogum ODKI' manpumka 11 JieT ¢ HATOJOTHYECKUM
COOPTUBHBIM CepALIeM, KOTOPLIA 3aHUMajcsi B CEKLHH IO
niaBaHUIO B TeyeHue 1 roxa (puc. 57).

ITo manupiM A. T'. Ilem60, CyLeCTBYIOT TPH BO3MOYKHBIX
ucxoga crnopruBHoit MKJI: mepBblil — IOJIHAS HOPMAaJIH3aL M
OKTI' mocie nmpoBefenHoOro Jedenus; Bropoit — 9KI' mociue ie-
YeHHUs HOPMAJIM3yeTcsl, HO NPH NMPOJOJKEHUH 3aHATHI cIop-
TOM MATOJOTHYecKHe U3MeHEeHHs IOSBISAIOTCA BHOBb; TPETUH —
aro Heobparumsble usMenenus DK, coxpaHsiouuecs HecMOT-
P Ha JJIMTeJIbHOE OTCYTCTBME TPEHUPOBOK M IIPOBOAMMOE Jie-
YeHHe. ECTeCTBEHHO, UTO TOJIBKO JeTH C TepBBIM BAPDHAHTOM
HMCXO0Ja MOTYT MPOJOJIXKATH 3aHATUS CIIOPTOM.

Jleuenue npu MK][ nepeHanpsikeHUsl IpeJycMaTPUBAeT B
NepByI0 oyepeJb BpeMeHHOEe OTCTPAHEeHHEe CIOPTCMEHa OT Tpe-
HHUPOBOK IIPM COXPAHEHHH OOBIYHOTO peXXuMa [JHs, He HC-
KJIIOYas YTPEHHIOKW 3apAAKy M mporyiaku. Kpome Toro, Ha-
3HayalTcAd KapAuoTpodHble MpemnapaTsl, yJAydyllaloliue MeTa-
6osmam B muokappe. MesaTelbHO MCMOJIB30BATh HA Kype Te-
panuu 2-3 mnpemapata. 910 MOryT 6bITH puborcun (Ha 1—
2 Mecsna) U noausumamunst (3-4 Hegenn) Wian KorKapboKcu-
nas3a u AT® B redyenue 1 mecsina. IlokasaHbl npenaparthl Ka-
aua (kaaus opomam WM nanaxzun) Ha 2—-3 HemesNH, €CIH
HeT BbIpaykeHHOI Gpagukapauu. MoXXHO NPUMEHATH Qoaue-
8Y10 Kucaomy, nupudoxcanvgocpam, mazriepom.
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Puc. 57. OKT' mansumka 11 JeT ¢ NATOJOTHYECKHM CMOPTHMBHBIM CEpA-

nem. CuHycoBas TaXHKapAud (4CC - 94 B 1 mun), npaBoKeNyA0YKOBEIe

3KCTDACHCTONB!, BRIPAKeHHble HADYIIEHHA NP pemoxn
JKeNYN0UKOB

TIpu MK]I nio6oif aTHONOTHH pexoMeH/yeTcsl AHTHOKCH-
AaHTHAA Tepamus, KoTopas CHMKAOT AKTUBHOCTH MEePeKHCHO-
ro OKMCJIeHMs JIHIHMAOB M TeM CAMBIM YIydmIaeT COCTOSHHE
MeMGpaH KJETOK MHOKapaa. O6bIuHO HA3HAYAETCH aesum
(mpuéum, mpuosum) W1 anmuoxcuxanc mo 1 xameyne B
nenb B Teuenue 30 IHeil.

B nocjefHee BpeMa B KavyecTBe KapauoTpodHOro Ipenapa-
ra, 0cOGeHHO y CIOPTCMEHOB, NPHMeHSeTcHd muadponam —
cpescTBO, obnajaiomiee KApAUONpPOTeKTHBHBIM neiicTBHeM H
yaydiiaoiiee MeTaGoM3M cepfeyHOoil MBIIIIBI. Mungpo-
HAT HA3HAYaeTcsd KypcoM Ha 14 pueit mo 1 kameyne 3 pa-
sa B AeHb (1 KamcyJsia COAepKHUT 250 Mr mpemapara), MOX-
HO HA3HA4YaTh BHYTPHMBINIEYHO IO 1 ma (100 mr) 3 pasa B
JleHb.
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Ilpu CHHYCOBOW TaXMKADAMH X MOJIOXKUTeIbHOM (DYHK-
nMoHaNbHOM mpoBe c P-agpenofiokaTopaMH  IOKA3aHbI
B-appeno60KaTOPDl (AHANPUNUN, o63udan, kopdanym U APp.)
10 40-80 Mr B CyTKH B TeueHHe 2-3 Hegesb. 1Ipy BhIpaKeH-
HO#f cuHycOBO# OpaguKapiuH, coueTaloleiicsi ¢ Baro3aBUCH-
MBIMM 3KCTPACHUCTOJIAMH, MOKA3aHBI IIPeNapaTsl, CHIzKaoue
aKTHBHOCTH Baryca (amusun, 0eilamaMunan, pewe 0enno-
©0). DTH mpenapaThl HA3HAYAKTCHA 110 1 mr 3-4 pasa B JleHb B
TeyeHue 2—3 HeflelNb.

TIpy YaCTBIX PKCTPACUCTOJAX, He CBAIAHHBIX C BETeTaTHB-
HBIMU BJMSHUSMH, TPUMEHSIOTCS aHTHAPUTMUYECKHe Ipe-
mapatsl. Ilepel 9THM <eJlaTebHO MPOBECTH oCTpHIl JIeKapeT-
BeHHBIH TecT. JIYUIIMM CPeJCTBOM IPU CYNPABEHTPUKYJIADP-
HBIX OKCTPACHCTOJIAX fABIAETCH U3ONMUH (eepanamun) 80—
120 mMr B cyTku B TedueHnme 10-14 ameii. MOKHO HCIIOJIb-
soBaTh comanexc unu P-adpenobaoxamoper. Ilpu xenymnod-
KOBBIX 9KCTPACHCTOJIAX NPUMEHAIT dMAyU3UH NN IMMOUH
o 300-400 mr B cyrku 5-7 nHeii, saTeM 2—4 ngHSA B TOJIO-
BUHHOMU J03e.

Ilocie Kypca Tepamuu oOs3aTeNbHBIM fABJIAETCHA CHATHE
9KT ¢ mposejenneM GyHKIMOHANbHBIX 1mpob, KUT, npu ne-
obxoaumoctu — Y3U cepana. K sanATHAM COPTOM nereii pe-
KOMeHAyeTcs AOMyCKaTh JMIIL NMPH MOJHOH HOpManndannu
Bcex ToKasaTesei.

Iucnancepusanueit neteit co crnopruBHoit MKJ[ K0JKHBI
3aHMMAThCA BPAdM CIOPTHBHOM MeAMIIMHBI MM KapAnOpeB-
MaTostoru. OHAKO M YYACTKOBBI BpAd JZOJIXeH ObITh KoMIle-
TeHTHBIM B 9THX BOIIPOCaX.

TIpodunaxrukoit passurusa MKJ[ y IOHBIX CIOPTCMEHOB
IO/’KHBI 3aHMMATHCH CIOPTHBHBIE BpauM, NeTCKHe KapAuO-
peBMaTosior ¥ TexauaTpsl. IIpexxzge Bcero HeobXoANM TINA-
TenbHBIA 0T6OP AeTeit ANA SaHATHII cmoproM. BaxkHyio poib
MrpaloT caHALMS OYArOB XPOHMYECKOMH uHbeKnuM, cobarwae-
HHUe peXXuMma AHSA M IOJNHOLEeHHOe NHTaHHe. TlocTosAHHBIN
BpauebHBIH KOHTPOJb 3a COCTOSIHHEM cepleYHO-COCYAUCTOMH
CHCTeMbl CIHOPTCMEHOB M MX TPeHUPOBOYHBIMM HATPY3KaMH
MOJKeT IpeAynpesuTh GOPMHPOBaHHE MATOJOIMYECKOro CIop-
THBHOTO CepAIa.
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F'IABA 12

JIETOYHOE CEP/IIIE

ITox «yeroyHbIM cepjleM» MOHUMAIOT U3MEHEHHS B CepA-
e, BO3HUKAIOI[He BTOPUYHO BCJeACTBHe 3ab0oJIeBaHUSA JIer-
kux. TpagunuoHHO cuYuTaercs, 4TO NPH 3TOM MOpaXKaeTcs B
OCHOBHOM TMpaBblif JKeJygouek, OpMUDYETCA ero IHOepTPO-
¢usa u (uan) gunaragusa. OgHAKO ompejeeHHble U3MEHEHHS
MPOMCXOAAT U B JIEBOM JKeJyJo4Ke.

TepmuH «yerouHoe cepzue» 611 npeanoxkes II. Vaiitom B
1935 r. u ¢ Tex nop Hauboslee MPU3HAH B KJIUHHKe, XOTHA Cy-
LeCTBYIOT U ero CHHOHHUMBI: JIETOYHO-cepAeYHasa HeZoCTATOY-
HOCTb, JIETOYHO-CepAeYHbIH CHHAPOM.

Jlerounoe cepaue (JIC) Bcerza pasBuBaeTcs Ha IOYBe Jie-
rOYHOI I'MIepTeH3NH, T.e. TMIePTeH3UH MAaJoro Kpyra KpoBo-
obpamenus. AJl B MaJoM Kpyre KpoBooGpallleHUs B HOpMe B
5-6 pas MeHblle, 4eM B GosblIOM, a mepudepuyecKoe COImpo-
TUBJIeHHe (KaOHJIIAPHOe JIerOYHOe JaBJIeHHe) COOTBETCTBEHHO
B 10 pas Huke. [laBJieHHe B JIETOYHOM CTBOJIe, NpeBhIIIAIO-
mee 25 MM pT. CT., y»Ke paccMaTpuBaeTc KakK JieroyHad I'H-
neprenaus. [JanbHeiillee moBbiieRNe jerounoro AJl Ha Kax-
able 25 MM PT. CT. pacleHHBaeTcid KaK JierodyHas I'MIepTeH-
aus coorBerctBenHo I, II, III u IV crenenn.

Knaccudpukauus JIC npeanoxena B. E. Boruanom B 1962 r.
Ona 6bl71a YyTOUHEHA M JONOJHeHa Ha Bcecol3HOM CHMIIO3HY-
Me B r. Muncke B 1964 r. Dra kiaccuduKanus, ¢ HeKOTOPHI-
MM H3MEeHeHWsIMH, BIIOJIHE MOXKeT HCIIOJb30BAThCA H B JeT-
ckoit npaktuke (Taba. 8).

Ocmpoe JIC pasBuBaeTcsd B TeuyeHHe HECKOJBKHX Yacos
nan aHeit. OHO nposiBasiercss ocTpoit meperpyskoit, MK u
JMJIaTalieil B OCHOBHOM OPABOTO KeJYAOYKA ¢ CHMITOMAMHU
0CTPOil cepJeYyHOil HejoCTATOYHOCTH, MPEeMMYIeCTBeHHO Ipa-
BOYKeJIYI04KOBOM.
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Ta6a. 8. Knaccudukanusa Jero9noro cepana

Teuennue Tenes (npuyuna) CocTosHMe KOMMEHCAUNH Cep-
JIEYHOI MBILIILBI
1. OcTpoe 1. BpoHXo/ero4HsIi 1. KomnencupoBaHHoe
2. TTopocTpoe 2. Topakoauadparmanb- | 2. JlekoMmneHscupoBaHHoOe
3. Xponuue- HBIA
cKoe 3. BackyasipHblit (cocy-
JMCTBIN)
4. OGeTpyKuMA BePXHHUX
JIBIXATeJbHBIX IyTei

ITodocmpoe JIC pasBuBaeTcsi HECKOJbKO HeJlesb WUIM Me-
cALeB, XPOHUYECKOe — HeCKOJIBKO JeT. 3a 3T0 BpeMs (opMH-
PYIOTCA AUJIaTalMs ¥ TMIEPTPOdUs IPaBOro YKeayAouKa.

Hawubosree uacTeIMU NpUYUHAMHU BosHUKHoBeHus JIC y ne-
Teif SABNAIOTCA pasJMuHbBle OPOHXOJerouHsle 3abosneBanus. K
HUM OTHOCATCA NHeBMOHMs, HacjeJCTBeHHble 3abosieBaHUA
JIETKMX, XPOHUYeCKUil GPOHXHUT, OpoHXHAaIbHAA acTMa, IHeB-
MoTOpaKc, GPoHX09KTaTHUYecKas GoJe3Hb.

TopakoguadparMaiabHbIii TeHe3d INpeArmoJaraeT Hajaudue
nedopManuy TPYAHOM KJETKH, BPOXKAEHHON wuIM npuobpe-
TeHHON, oOpa3oBaHMe IJIEBPAJBHBIX IIBAPT, BbIPayKeHHOe
O)KMpeHUe, HapylleHue [BH)KeHUs auadparmMbl BelelCTBUE
pasauYHBIX 3a6oseBaHUM.

JIC BackynsipHOrO reHe3a padBuBaeTcs B pedysbraTe aMGo-
JIUM JlerouHoM aprepuu (ambonamMu MOTyT ObITH TPOoMO, KHp,
reJIbMUHTBI, BO3AYX) UJIM NEePBUYHOI JIeTOYHOH I'MIIepTeH3UH.

O6CcTpYyKIUA BEPXHUX AbIXaTeJbHBIX NyTel y meTell MOKeT
npusecTd K ¢opmupoBaruio JIC. 9To geTH ¢ apre3ueil XoaH,
runeprpoduell HEGHBIX MHHIAJIMH M aJleHOM/OB, MMKpPOTHAa-
THell, MaKporJjioccueil, BPOXKZEHHOIl paclLeJMHOH TBepaOro
HéEOA.

JIC MoxkeT OBITH KOMIEHCHPOBAHHBIM, T. e. 6e3 KIMHHUe-
CKHUX IPHU3HAKOB IIPABOYKEJIYAOUKOBOH HEJOCTATOUHOCTH, W
JIeKOMIIEHCUPOBAHHLIM — ¢ fIBJICHHSIMH CepJeuHoi HejxocTa-
TOYHOCTH.

B ocnose naroredesa JIC npu naubosee pacnpocTpaHeH-
HOU ero popme (6pOHXOJIErOYHOI) JexKaT 06CTPYKTUBHLIE, pe-
CTPUKTHUBHBIE M CMeIaHHble mpouecchl B jerkux. OHM mpH-
BOJAT K CHMIKEHMIO XH3HEHHOH eMKOCTH JIerKMX M BO3HMK-
HOBEHHIO IMIOKcHHM. I'unokcus — 3TO OCHOBHON MeXaHHM3M
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pasBUTHA JIErOYHOH TrumepreHsuy. ['MOOKCHA CTUMYJIUPYeT
Ba3o- M GPOHXOKOHCTPUKIMIO, a TaKKe o0paszoBaHUE Ba30aK-
THBHBIX MeIMaTOpoB (KaTeXoJaMHHOB, TMCTaMMHa, IpOCTa-
rJIaHAMHOB, KMHWHA, CEPOTOHWHA, aHTMOTEH3WHA M .P.), KO-
TOpbIe BHI3BIBAIOT CIIA3M COCYZIOB M TOBHIMIAKT JIErOYHOE JaB-
JeHMe. YCTaHOBJIEHO, YTO CHUIKEHUEe YPOBHA KHCJIOpoja BO
BaeixaemoM Boaayxe o 10% (B Hopme — 21%) B 2 pasa mo-
puimaer AJl B MaJloM Kpyre KpoBooGpalieHus.

XpoHuyecKas TUIOKCHs (BclelcTBHe 3abojleBaHUSA M TH-
MOBEHTUJIANUN JIerKHX) M JlerodyHas TUNEPTeH3Us, CYIIecT-
BYIOIIMe [JINTeJbHOe BPeMs, IPUBOAAT K THAXeJLIM H3MeHe-
HUSAM COCYIOB JIerKuX, Nopoit HeoGparuMbiM. PasBuBaroTcs
runepTpodMs MBIIIEYHOTO €JIOfA COCYIOB, 3aTeM mHpoiudepa-
uusa ¥ $ubpos UHTUMEI BIJIOTH 0 3aKYNOPKH MPOCBETa COCY-
7I0B, AHTMOMATO3HbIe BHINSYMBAHUA U IeMOCH/IePO3 COCYAOB.

ITo Mepe mporpeccHpOBaHUS JIETOYHON TUIEPTEH3NH BO3-
pacTaeT HArpy3Ka Ha IpaBblif JKeJyJZodeK, pasBHBAETCA ero
annatanus (IPM OCTPOM mpollecce) MM rumeprpodus (mpu
[IOZOCTPOM M XpoHMUecKoM mpoleccax). Ilocie atoro moxer
IpMCOeIMHUTHCS MPABOXKENyJ0UKOBas HeJOCTATOYHOCTD.

Knunuueckas xapruHa JIC ckianeiBaeTcs M3 CHMITOMOB
OCHOBHOTO 3aG0JIeBaHUS, NPU3HAKOB JIETOYHOH THIEPTEH3HH
U IpaBoXKeJyJOYKOBON cepleuHol HeZoCTATOYHOCTH.

OCTPOE JIETOYHOE CEPALIE

Ocrpoe JIC nposiBiseTcs B BUAe AUIATAIIMM U NeperpyskH
[1paBoro cepiua (eayoduKka u TMpefcepAus) U COMPOBOKAALT-
cA OCTPOil MpaBOXKeJNYZOYKOBOH HEJOCTATOUHOCTEIO. Octpoe
JIC B jeTckoM BO3pacTe MO<eT BOSHMKHYTbH Ha (oHe OoCTpOH
THKeNOoN TMHeBMOHMM HJIM OpOHXMONIHMTA, 0coGeHHO Y mereit
paHHero Bo3pacTa; BCJEJCTBHE 3aTsHYBIIerocs NpUCTyNa
GpOHXHMABLHON acTMbl, ACTMATHYECKOTO CTATyCa; B pe3ysbTa-
Te omGonmM JerouHoii aprepuu. Ilpum 9THX 3abojeBAHHAX
4acTo cTPajaeT U JieBoe cepAle, UTO MOMKeT BBIPAXKATBCH OCT-
poit MK ¢ mocneayiouiei JIeBOXKeJIyAOYKOBOI HeJocTaTou-
HOCTHIO. B TAKMX ciyuyadaX HepeJKO TOTaJbHad cepAedHasd
HeJ0CTaTOYHOCTh OBICTPO PUBOAUT K HeOJIaronpHATHOMY HC-
Xoay.
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K OCHOBHBIM KJMHMYECKUM MPOsBJIEHUAM OCTPOTO JIC ot-
HOCATCS NPOrpeccHpymas OfblIIKa CMeIIaHHOTO XapaKTepa,
akponuaHos, Gonn B obnacTH cepina, pedkas ciabocTb, CHH-
sxenue AJl, kosmamc. OueHb GpICTPO MPUCOEJMHAIOTCA HPH-
gHAKM 3acTOSl KPOBM B O6OJbIIOM Kpyre KpoBooOpaleHHs
(mpaBoKeIyIoUKOBas cepjeuHas HeJ0CTATOUHOCTH): Habyxa-
Hye IeHHBIX BeH, yBeJIWUeHHe INedeHM, Cesle3eHKH, MacTo3-
HOCTb TKaHel Wiy oreku, onurypusi. Co cTOpoHBI cepaua om-
peflessilOTCA  pacluupeHue npaBoii TPaHUNbl, TAXUKapAUs,
[JIyXocTh TOHOB, akueHT Il ToHa Hax Jlero4Hoil aprepHeil.

Ha DKI' perscTpupylOTCA NPUSHAKH IepPerpysKy MPaBblX
OT/eJIOB CepAla ¥ JIerOUHOU THIepTeH3HN: BBICOKMII OCTPBIH
ayGer, P (pulmonale) B mpaBbIX OTBeAEHHAX (I1, 111, V4, Va),
orkaonenne DOC BmpaBo, Bblcokue 3yOlbl R B IpaBbix OTBe-
nenusx. Hepenko Ha SKI' BbIsABAAETCA KapTHHA HEMOJHON
MM TIOJHOMN BJIOKAZBI TpaBoil HOXKKM myuka I'mca (ymmupeH-
HbIf M paclierneHHbIil KOMIJIeKC QRS B mpaBbIX OTBeJeHH-
sx, ocobenHo B Vi, Vs).

Ipu Y3U cepaia 06HAPYKUBAIOTCA PACIIMpEHIe MOJIOCTH
IpaBoro JKenyaouka, MapajioKcabHOe ABHIKEHUE MeiKesTy-
JIOUKOBOIl MepPeropojKy, yKasblBaiolilee Ha BBICOKOE AMACTO-
JIMUecKoe MaBJEHMe IpaBoro sejygpouka. Moxker 6bITH pac-
[IMpeHye KOHyca JIerOuHOil aprepuu BCJeACTBHE JIero4Hoi
runeprersuu. 1lo pacdeTHbIM TabIMIAM MOIKHO OINPEeJeNHTH
AJl B JIerOYHOM CTBOJIE.

TIpu mporpeccHpPOBAHUM CepAeYHOil HeL0CTATOUHOCTH Ha-
pacTaloT OTekM TKaHeil M BHYTPEHHUX OPraHoB, MOIYT pas-
BUTBCS ACIMT, THAPOTOPAKC, THAponepuKapa (aHacapka). Ilo-
BOJILHO O6bICTPO BO3HHMKaeT (YHKIMOHAJTBHAS HeL0CTATOH-
HOCTb MOYEK M TeueHH, YTO NPOABJAETCs B BHAE alHaosa,
[OBBINIEHNsI YPOBHsA OHAMpPYyOUHA, MOYEBHHBI, KpeaTHHUHA B
KPOBH. '

IIporHoa mpu ocTpoii NPaBOKeNyAOYKOBOI HeL0CTATOUHO-
cTH KpaitHe cepbesHbIif. CMepTh MOXKeT HACTYMHUTEL B nepBble
MHHYTHI ee MosiBeHus (0cobeHHo MpH sMGONMH JIErOYHOM ap-
Tepuu), MOITOMY JieueHue GOJBHOrO cleAyeT HAYHHATE He-
MeJIJIeHHO.

Ilpu ocrpom JIC B mepBylo odepefb MPOBOAATCA Mepo-
NpuATHS, HANDABJIEHHblE HA TEPANHIO OCHOBHOIO sabosieBa-
HUSI, T. e. HA yCTPAHEHWe NDUYMHBI, BBHI3BaBILEil ero. Tak,
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npu npucryne 6poHXMabHOM acTMBI (aCTMATHYeCKOM CTATY-
ce) HadHaualOTCA GOJbIIME O3Bl TJIOKOKOPTHKOUAOB (X0
10 mr/kr maccel Tena npedHu30n0Ha), GPOHXONATHKA (ay-
Quarun, meo@uaiun); NP NHEBMOHUHM WM GPOHXMONUTE —
AHTUOGMOTHKH, TOPMOHBI, GPOHXOAMIATATOPEI, KHUCJIODPOJOTE-
panusi; npu TpoMG6oamGosun Jero4Hoi aprepuu — puGpUHO-
JIMTUKH, NPU HeoOXOAMMOCTH NPOBOAMTCS OIEepATHBHOE Jie-
JeHHe.

Jna pasrpysku GoJbIIOro Kpyra KpoBooGpaIleHHs M CHA-
THSA NPABOXKeJYAOYKOBOH cep/ledHOil HeJOCTATOYHOCTH BHYT-
PUBEHHO BBOJSATCSA JHYPeTHKH — @ypocemud (go 5 Mr/kr mac-
cbl Tesa) unu ypezum (xo 100 mr/kr). DpdexkTusHbl mepude-
pHYecKHe Ba3oAMJIaTaTOPBl — HUTPATH (HAMpuUs Humponpyc-
cud, HUMpozauYepuH, nPa3o3ur), KOTopble BBOAATCA BHYTPH-
BeHHO KameJbHO Ha 5% pacTBOpe IJIIOKO3Bl IOJ KOHTPOJeM
nokasateseil remoauHaMuKH. CepedHble IJIMKO3UALI MpUMe-
HAIOTCA B HeGOJBUIMX [03aX, JIydllle MCIOJb3OBATH KOPZAU-
KOH. JInA yMeHbIIEHUS CTelleHH JIerOYHOW TIUIIePTeH3WM pe-
KOMEHIYIOTC AHTATOHUCTHI KaJbLus (Kopunpap, Hugpedu-
nun, adaram). HeobxonuMa KOPPeKLUs KHCIOTHO-IEJOTHO-
ro COCTOSIHHS, 3JIEKTPOJIUTOB KPOBH.

Heru c octpsiM JIC 06bI9HO HAXOAATCS B OTAEJEHHAX pea-
HUMAaIMH, YaCTO UM HeoOXOJAMMAa HCKYCCTBeHHAS BeHTHIAIAA
JIErKHX.

IMOTOCTPOE U XPOHHYECGKOE JIETOYHOE
CEPIIIE

ITopoctpoe u xpornveckoe JIC y gereit wacto popMupyer-
csi Ha (oHe XPOHUYECKHX HecrnenududecKuX 3aboseBaHHM
JIerKHMX: NMHeBMOHMI ¥ GpoHxuTOB. IIpHYHHAMH BO3HMKHOBe-
Hua JIC moryT GeIThb GPOHXHAJbHAA AcTMa C YAaCTBIMH TSKe-
JILIMM TIPHCTYIAMM, a TaKe HacJleICTBeHHble 3aboseBaHUS
nerkux: cuHapom Mynse-KyHa, cuagpom Buasamca—Kem-
nbensa, uauonaruvyecknii GuOPOINPYIOMHUNA ATBBEONHT, MY-
KOBHMCIM/03, MAHONATHUECKHIT reMOCHepo3 JIETKUX, MepPBHY-
Has JlerouHas runeprensus. Xponunveckoe JIC MokeT MMeTh
TopakoauadparmanbHblii redes. JIC Mo)keT pPA3BHTBCA B pe-
3yJbTaTe NOPAaXKEHUA JIETKHX y JeTeil ¢ HEKOTOPBIMH IHd(-
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GysupiMu Gose3HAMHA COeIMHUTe]IbHOM TKaHM, HaIpuMep NpH
joBeHMIbHOM peBMmaTomaHom aprpute, CKB, CCI. Hepexnko
npusHaku JIC obHApYKABAIOTCA Y JeTeit ¢ oGCTpyKIMel BepX-
HUX [bIXaTeJbHBIX MyTeil BCIeACTBHe THIepTPO(HUYECKUX ajie-
roronammros (H. A. Benokons, M. B. KyGeprep, 1987).

Tlpy mOZOCTPOM M XPOHHYECKOM JIC ponroe BpeMs Ha
NepBOM IUIAHE OCTAIOTCS IPU3HAKM OCHOBHOIO 3a60/IeBaHMUA.
O (GOpMMPOBAHMHM JIETOYHO! TUNEPTEH3HMH MOJKeT FOBOPHTH
HapacTalmas OjbIIIKa, CHaYasa TP (UIHUECKOil HAarpyske,
a TOTOM M B IOKoe. 3aTeM NPUCOeIMHSIOTCS aKPOIHAaHO3 ¢
MAJIMHOBBIM OTTEHKOM, Io3)ke — obmuit nmasos. HHorxa
Moxxer He OBITH nuaHosda. Co BpeMeHeM MaJblbl Ha pyKax
npuobperaT BHA «bapabaHHBIX TMaJoYeK», a HOTTH — BUA
«4ACOBBIX CTEKOJ».

Ipu JIC mauGonee uacroii siBisercs »anoba Ha Kaulelb,
KOTOpBIi GbIBaeT JAJMTENIbHBIM M YIOPHBIM. Wuorga Habio-
faeTcA KpOBOXapKaHbe. AYCKYJbTATHBHO B JIETKMX BCeraa
BBICJAYIIMBAIOTCS JKECTKOe JbIXaHWe M HepelKO PasHOKaIM-
GepHBIe XPHUIIBI, paccessHHBIE N0 BCEeM TOJIAM HJIM JIOKAJIbHEIE,
B 3aBHCHMOCTH OT OCHOBHOTrO 3abosieBaHNs.

Ha peHTreHorpaMMe OpraHOB TPYAHOH KJETKH NpH JIC
HMeIoTCsl U3MEeHeHNS B JIETKUX B BHJe AeCTPYKIMH KOpHeii u
peakoro obeJHeHHs JErOYHOro PHCYHKa Ha Iepudepuu, pac-
[IMpeHns cTBoJA JerouHoii aprepuu. Cepaue o6BIYHO paciuy-
peHO B ToIepedYHMKe, NPaBbIi JKeJIyAOUeK yBeJHUeH, KOHTY-
phI ero sakpyrieHs! (puc. 58).

AycKyJIBTATHBHO B cepAlle BbicayimBaercsa axuent I To-
Ha HaJ JerouHoil aprepueil, B 5-ii TOUKe MOYKeT ONpeAessThb-
¢f CHCTOJMUECKHil IIyM BeJlefcTBHe OTHOCHTENBHOI HejgoCTa-
TouHOCTH TpMKycnuAanpHoro kiamana. Ha OKI' mosmnserca
npaBelif THN, NPHUBHAKHM TMeperpysku (Mim runepTpodum)
npasoro cepana: P pulmonale, Beicokne 3ybupt R B oTBese-
uuax aVR, Vi, Vo u ray6okue ay6ust S B orsefennsax Vs, Ve.
TIpn Y3UM cepauna BHIABIAIOTCS AMJIATALMA TPABOTrO Kesxy-
04Ka, WHOIAA B COUETAHMH C ero rumeprpodmeii, paciipe-
HHe JIerOYHOTO CTBOJIA, TNOBBIIIEHWe JABJIEHHS B JIETOUHOMN
apTepuu.

Ilo Mepe HapacTaHHUs cepJeYHOH HEJOCTATOUHOCTH K OT-
MeueHHBIM CHMIITOMAM MPHCOeAUHAIOTCS HabyXanue HIeiHbIX
BeH, yBeJMUeHHe TeYeHU U CelledeHKH, IACTO3HOCTb TKaHel,
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Puc. 58. PentreHorpamMma TrpyAHOH KJIETKH MAJTbYHKA
2 jieT, cTPAAIONIero MepBUYHOMN JIerodHo# runepTeH3nei

3aTeM OTEeKH, OJHUIYypHS. B TepMHHAJIBHOW CTAZHH MOXKET
pPa3BUThCA aHacapka.

HecmoTpsi Ha TO YTO B AETCKOM BO3pacTe MOJIHAS KapTHHA
xporuueckoro JIC ¢ mekoMmeHcanueil yacTo He ycmeBaeT pas-
BUTBHCS, pPe3yJbTaThl KJIMHAYECKOTO M MHCTPYMEHTAJIBLHOIO
HccleloBAaHUI BIIOJIHE NAIOT OCHOBAHWE JJIS YCTAHOBJIEHUSA
Auarsosa. BakHO pacrnosHaTh MPUIHAKH JIC Ha To#t cragum
pasBUTHS, KOrjJa MOXKHO MOMo4Yb peGeHKY M IpPeJIOTBPATHTH
nporpeccupoBaHue Imporecca.

V¥ Bapociabix xponudeckoe JIC mpHBOAMT K paHHell HHBa-
JMANBALMM M 4acToO sBJseTcs NpUYMHOW cMepTH. Ilo cBepe-
nusam B. K. Munskamanosuua (1997), 15,8% 6GoasaeIX ¢ JIC
yMHpalOT B TeueHHe I[epPBOro rojga mocje BhIXoJa Ha HHBa-
JINAHOCTb.

Bponxuansnas acmma y AeTeil MOXeT GBITh DPUYMHON
pasBUTHA MOAOCTPOro n xpoHmdeckoro JIC, ecqu HDpPOROMIAKH-
TeJbHOCTh €e COCcTaBjisieT He MeHee 2—3 JieT, a MPHCTYIBI TA-
skesiple. IIpu 3TOM CO CTOPOHBI CepAlla BBIABIAKTCA TAXMKap-
JUs, TPUIJIYIIeHHOCTh TOHOB, akueHT II ToHa HaJX JIeroYHOM
apTepueil, pacIIHpeHHe NPaBoi IPAHHIIEI CepALa.
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Ha DKI' MoryT mosiBUThCS NpaBblii TUI, NPH3HAKH mepe-
rpy3Kku IpaBoro ceppua. Besexcrsue IJIATEIbHON TMIIOKCHH
MuOKapJa, IpreMa GOJBILOro KOJMYecTsa aIpeHOMUMEeTHKOB
U sydMIIMHA YXYAUIAETCA COKpaTHTeJIbHAad (PYHKIUA MHO-
Kapjia Kak IPaBoro, Tak U JIEBOrO KeJyJO4YKOB, Pa3BHBAeTCHA
MK]I, noaromy Ha OKI' o6HapyKHBalOT H3MEHEHHU: B oboux
JKeNyAoUKaX.

Ilpu Y3U cepaua BBIABJIAIOTCA AWIATAllUA U Jarxe IHIep-
TpodMA NpPaBoro KeNyAOUKA, NMPUBHAKH MOBBILIEHUA JaBie-
HUs B JIeTOYHOM apTepvH, AOBOJBLHO YacTO — CHMIKeHHe CO-
KpaTUTeIbHON QYHKIUM JIEBOTO XKeJyAoIKa.

Hepeako y Aereif ¢ GPOHXHMAaNBHON acTMO# pas3BHBaeTCs
CB]I ¢ mopaskeHueM cepina. ITO MOXKeT IPOABJATECSA B BHAE
CHHYCOBOW apUTMUM, TaXu- WIM OpajHMKapauyu, CMeMeHHs
MJIM MMTDAIMM MCTOYHHKA PUTMA, 9KCTPACHCTOJNHMU MJIH NMpH-
crynos IIT. Bce aTn HapylleHHA PUTMa YXYAILIAIOT COCTOAHHE
Muokapja, crocobersyioT nporpeccuposannio JIC.

B cBS3U C BHIIEH3JIOXKEHHbIM, IOMHMO JleueHHsl GPOHXH-
AJILHOM ACTMBI, JOJKHBI INPHUMEHATbCA Mpemnaparel, YJayd-
waromue pabory cepana. IIpy acTMATHYECKOM COCTOSHHMM B
KOMILJIEKC TepaleBTHYeCKUX MEePONPHATHH clefyeT BKJIIOUATh
ceplleuHbBle TJIMKOSHABI (KOp2auKoH, Ouz0KCUH) HA HECKOIbKO
IHeil, npenapamo. Kaaus, Koxap6oxcuarasy. B mocTnpucTy-
HbIii IepUOJ MOKa3aHa KapAMOTPO(HAA Tepanus — NAHAHIUH,
pubokcun, aegum, oauesas kucrioma. IIpu mepBeIX NpU3HA-
Kax cepeyHoil HeJOCTATOYHOCTH HASHAUAIOT AMYPETHKH (8-
PpOWnNUpPOH, CNUPOHOLAKMOHK, HMHOTAA ¢ypocenud). Kapauo-
TpodHAS TepamMs NOPOBOZUTCA 2 pasa B IroJ Kypcamu IO 3
HeJeJIH.

Cundpom Mynve-Kyna, unu mpaxeo6ponxomezanus, -
HacJieJicTBeHHOe 3a60JieBaHHe C AYTOCOMHO-PELeCCHBHBIM M-
TeM HAcJeZOBAHMSA, KOTOPOe XapaKTepHayeTcs PacIlMpeHHeM
Tpaxeu MM GPOHXOB, MJM Toro u apyroro. Ilpu srom mmeer-
¢ HeiipOMBIIIEYHAs UCIJIA3Ks B CTEHKe Tpaxeu U GPOHXOB.
Manudecranus 3a6oeBaHNA MPOMCXOAWT BO BpeMs mpucoe-
AMHeHUs MHQEKIMH, TAK KAk HapylleHa ApPeHa)kHas (QYHK-
musa OGpOHXOB, BOCHAJIMTENbHBIN mpolecc 3aTATMBaeTCs M
OGBIYHO MEpPeXOoAUT B XPOHMUECKHil, Pa3BMBaeTCs BTOPHUUHAA
XPOHHMYECKAS NHEBMOHMS C JaJbHEHIUMM (OpMHPOBAHHEM
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NHeBMOCKJIepo3a U 6porxoakTas3oB. JIC passuBaeTcs HOBOJb-
HO 6BICTPO, Uepe3 HECKOJIBKO MecALEeB Iocje Hayaja HHGeK-
OHMOHHOTO Ipolecca.

B kiuHMueckoll KapTHHe Ha GOHe PeNUAMBUPYIOIIHX Tpa-
XeoOpOHXMTOB M OPOHXONMHEBMOHHH MOSBISAIOTCS CHMIITOMBI
JIeroYHO# I'MIIEPTeH3UHU: MOCTOSHHAS OABIIMIKA, Kalleslb, aKpo-
nHaHO3, H3MeHeHMsA B cepaune. OKOHYATENBHBIH JHWATHO3
MOKHO TOCTABUTH C IOMOINbI0 PEHTIeHOJIOTHYECKOro M GpoH-
Xockonuueckoro obesnenoBanuit. Hepenko mameHeHuss B GpOH-
Xax pacmpocTpaHAIOTCHA [0 YPOBHA CerMeHTapHBIX. JlmarHos
MOATBEPKJaeTCA y IeHeTHKA M ¢ MOMOINbI0 GHONCHM CTEHKH
6pOHXOB.

B neyeHHHM MCIOJB3YIOT AHTHOMOTHKH IIMPOKOrO CIEKTpa
JeiCTBUA C y4eTOM BhiZieJIeHHO# ¢(iopbl U3 MOKpPOTHI. Ilpm-
MEeHSIOT MeCTHOe BBeJeHHe MpenapaToB GPOHXOCKONHYECKH.
B mocnegHue rofsl BO3MOXKHO XHpyprudeckoe Jyedenue. s
yMeHbIIeHUs] CTEeleHH JIerOYHOM TUIepTeH3MH HasdHavaloTcd
AHTOTOHMCTHI KaJIbIUA, ANYPETUKH, DU HAJIWYUM CepAevHOMI
HeJO0CTATOYHOCTH — CepAedYHEIe NITHKO3UZBI.

Cundpom Bunvamca—Kemnbenna mposBisfeTca reHepa-
JIU30BAHHBIMH OpPOHX03KTa3aMH, OOyCJIOBJIEHHBIMH JedeKkToM
6GpOHXMAJIbHBIX Xpslieil. OTO HacJeACTBeHHoe 3abosieBaHME c
ayTOCOMHO-PEeIleCCHBHEIM IIyTeM HacjefoBaHuA. IIpu atom oT-
CYTCTBYIOT MJIM HEeJOPa3BHThI XPAM(M GPOHXMAJIBLHOrO JepeBa
Ha ypoBHe oT 2 1o 6-8 remepanmii. B cBA3M ¢ 9TUM MeMOpaH-
Has ¥ XpsllieBast CTeHKH GPOHXOB CMBIKAIOTCSH, Pe3KO HApyIIeHa
JnpeHakHast pyHKOUs GpoHxoB. Marudecranus GosesHH mpoHc-
XOMMUT BO BpeMs NPHCOEAWHEHHs PpecIHPATOpHOH HH(peKIHH,
KoTopasi MpOTeKaeT KaXKIblil pa3 TsAXKeJNo, C BhIPAXKeHHOH
oAbIIKOM, KamuleM. J{oBosbHO GbicTpo GopMHpPYIOTCH GPOHXO-
9KTa3bl, 3aTeM IHEeBMOCKJepo3. IlocTeneHHO HapacTaeT Jierod-
Hasi runepreH3us u ¢opmupyercs JIC. Ilporros saGoneBaHuA
HebnaronpuATHEIA. [{is 60ps6EI co BTOPHYHOM MHbeKIue# Hc-
NOJIL3YIOT AHTHOMOTHKH ILIMPOKOTO CIeKTpa AeicTBHA (C ydeToM
BhIJIeJIeHHOM (DJIOPBI M3 MOKPOTHI), APEHAXKHBIH Macca)X, MyKO-
sutukn. HasHavaor npenaparsl, yMeHbIIAIOMAe CHMITOMBI Jie-
rOYHOW M'MIEPTEH3HH M CepevHOH HeJOCTATOYHOCTH.

Houonamuueckuil ¢ubposupyrouuil anvéeonum (UxnHO-
natudeckuit AudoysHbl (GuOpo3 Jerkux, HJIH CHHAPOM
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XamMeHa—Puua), KaK MpaBujio, IPHBOAUT K (OPMHUPOBAHHIO
JIC. Bro oxHO U3 Hambosee TAKEIbIX 3abosieBaHU OpPOHXOJIE-
rouyno#t cuereMbl y gereit. OHO MOXKeT NMPOABHUTHCH B nwobom
BoapacTe, OMMCAHBI CIydal BOSHUKHOBEHHSA 3abosieBaHUA Y
IPYAHBIX fieTeit. DTHOJIOTUA 0 KOHIA He BRIACHEHA, HAHONA-
THUecKuii GUOPO3UPYIOIHUil aTbBEOTHUT (UDA) oTHOCUTCH K
MMMYHOIATONOTMYECKMM 3a60JIeBAHMAM JIETKUX € ayTOCOMHO-
JOMMHAHTHBIM THIOM HacjiefoBaHus. B xposn y 6OIBHBIX
ompejieNsieTcss BBHICOKMH YPOBEHb IPOTHBOJIETOYHBIX AyTOAH-
Turen u ITUK.

Mopdosoruyecku HapylaeTcs CTpoeHHe anbBeoJIAPHOM TKa-
HH, 2J1aCTHYECKHe BOJIOKHA 3aMelaloTes pubpo3HOIT TKAHBIO.

U@DA MoxkeT pasBUBATHCA IOCTENEHHO HJIM OCTPO, HAMO-
MHUHAS OCTpoe pecrnuparopHoe 3abosneBaHHe C JIMXOPajgKOM,
KaluieM ¢ MOKpPOTOil M GblcTpO Hapacralomeii ofgbImkoi. Xa-
PAKTepHO HEeCOOTBETCTBHE OJBIIIKH CKYAHBIM (pHUBMKaTBbHBIM
HaMeHeHMSM B Jerkux. IIo Mepe IporpeccHpoBaHMs GojIe3HH
HNOABJNSAIOTCA TPU3HAKM JIETOUHOM TMIIePTeH3HH: [UAHO3, H3-
MeHeHMs (hasaHT KucTell B BHAE «6apabaHHBIX MaJOYeK» H
HorTeil B BHe «4acoBEIX crekos». Co BpeMeHeM pa3BMBaeTCH
peskoe ucToLleHUe pebeHKa.

Ha DKTI 10BOJILHO PaHO MOABIAITCH NPUIHAKU Meperpys-
KM IpaBBIX OTZeJIOB cepAra. PeHTreHOJOrM4ecKy BBIABIAIOT-
cs1 quddysnble puOPo3HbIe HBMEHEHUSA B JIETKHX, BhIOyXaHue
AYTH JIErouHOi apTepuu, paciiMpeHue MPaBOro JKeJyA0UKa.

IIporno3 HebGnaronpuaATHbIH. IIpUYMHON CcMepTH YacTo
CTAHOBHUTCA TMpPOTpPecCHpYIOIas JieroyHo-cepfeuHas HeIoCTa-
TOYHOCTB, T. €. Xxponnueckoe JIC.

B JledyeHUH MCIOJbL3YIOT KOPTHKOCTEPOMABI M LMTOCTATH-
ku. [l CHUIKeHHs JIETOYHOH TUIEePTEH3UM NPUMEHFIOT aH-
TaroHUCTHl Kanbpuusa (xopungap, adaram, Hugedunumn), Mo-
weroHHble (6epownupon, (ypocemud), Majpie J03bl cepAed-
HBIX TJMKO3UA0B (Quzorcun, udonanud).

Myxoeucyudo3 c nOpajkeHHeM JIETKHX MOXKeT 6BITH NPHU-
uMHOl pasBMTHA TOAOCTPOro M Xponuueckoro JIC. MykoBuc-
LM03 — 9TO reHeTHYecKoe 3afoseBaHHe C AyTOCOMHO-pelec-
CHBHBIM THIIOM IepeJauu, IPH KOTOPOM HapylleHa QYHKIHA
9K3OKPUHHBIX dKejle3d. B HacTosiiee BpeMs BbljeJIeH reH My-
KOBMCIM03a. B CBA3M ¢ 9THM AHArHO3 0053aTeJ]bHO NOJYKeH
NOATBEPIKAATbCH HA KOHCYJbTALlUH Y FeHeTHKA.

12a* 347



IlaTosorus 5K30KPHHHBEIX JKejled NPOABJIAETCA IPOXYIIH-
poBaHUeM H3MEHeHHOIo ceKpeTa MOBLILIEHHOUW BA3KOCTH C
BBICOKUM cojiepKaHueM GesJKa M HEKOTOPHIX 3JIEKTPOJHUTOB.
B OCHOBHOM MOpaj)kaloTCs JKesedbl JIeTKUX W KUIIEYHHUKA.
B cBA3M ¢ 9TMM pa3NMYAIOT JIETOYHYIO (OPMY, KUIIEUHYIO K
CMeILaHHYIO.

Beicokasi BABKOCTH CeKpeTa 9K30KPHUHHBIX CIM3HCTHIX JKe-
Jie3 Be[leT K 3aKYIOPKe MX BBIBOJHBIX IPOTOKOB M o6pasoBa-
HHUI0O KHCTO3HBIX paclIMpeHHMH. OTO CHOCOGCTBYeT 3acTol
cekpera, ero MHQUIMPOBAHMIO M PA3BHUTHIO BTOPUYHOrO BOC-
najileHusl OpPrasa ¢ JaJbHeHIINM CKJIePO3UPOBAHHEM.

B Jjerkmux 3acToif MOKpOTBI CBSI3aH He TOJBKO C ee HOBBI-
LIeHHON BA3KOCTBHIO, HO M C HADYIIeHHeM (PYHKIUHU DecHHT-
yaTtoro anurtenus. Kak npaBuio, y feTeil ¢ nopaykeHueM Jer-
KHX JI0BOJIbHO GbICTPO (hopMHpyeTCsi XPOHHYECKHUU BTOPHY-
HBIH BOCHIAJMTENbHBIN IpoLece ¢ mocjeayomei gedopmanu-
eit GpoHXO0B, GPOHX0IKTA3AMH M IIHEBMOCKJIEPO30OM.

IIpn kumeuHoit dopme GosiedHH HaGIOfaeTCA CHUIKEHHE
¢epMeHTATHBHOI AKTHBHOCTH CeKpeTa IMOMKeJIyAOYHOH Ke-
Jle3bl, TedYeHH, KUMIeYHHKA. KIMHUYeCKH 8TO mNposBiseTcs
CHH/IPOMOM HADPYIIEHHOI0 KHIIeYHOro BCACHLIBAHHSA (CHHIDOM
Manbabcopbuum).

Jlerouno-cepileuHasi HeJAOCTATOYHOCTH pa3BHBAaeTCAd y Je-
Teif, CTPAJAIOLIUX JIETOYHON MJIM CMelaHHOH (opMoil MyKo-
Bucruaosa. CuMnToMsl 3a60eBaHUS TOABIAITCH YiKe B
rpyAHOM Bo3pacTe. BocmaiuTenbHBIN Nponecc B JIETKHX HMe-
eT TeHJEeHIHI0 K MpPOrpecCHPOBAHMI® M XpOoHM3anuu. [[iu-
TeJbHAS MMIOKCHSA CHOCOOCTBYeT Pa3BUTHIO JIETOYHOH rHIep-
TeH3UH, a 3aTeM U cepJedyHOil HejocraTodyHocTH. HapactaioT
OJBIIIKA, TAXMKAPAMSA, LHAHO3, MOSABIAKTCA NPU3HAKH 3a-
cTrosi KPoBH B Go/bIIOM Kpyre KpoBooGpamenus. lleTn 3Ha-
YUTEJbHO OTCTAIOT B (hU3NYeCKOM pa3BuTHH. CMepTHOCTH OT
JIC y nereit ¢ MyKOBHCIMA030M cocTaBisieT npumepHo 70% .

Ilpu serouHoii ¢opMe MYKOBHCIHJ03a NPHMEHAIOT AHTH-
OMOTHKH IUIMPOKOro creKTpa fgeicTBUA (OPH BTOPHYHOM
NMHEeBMOHHH) M MYKOJHTHKH (GYemuiyucmeun, MyKocorbeum,
OpoMzeKCuH, 1a3016aH U Ap.), IPU KUIIEYHONX — epMeHTHEIe
npenapathl (gpecman, meum-gpopme, COMUIUM, KPEOH W JP.).
Jns ynydimenus paboTsl cepAua HasHAYAIOT KapAHOTPO(dHEIE
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cpeicTBa, AJIsS CHUYKEHHMS CTeNeHH JITOYHOU TMUIePTeH3HH —
AHTATOHMCTHI KaJbLIUA, NPH CepAeYHOil HeZOCTATOYHOCTH —
cepiedHble TIIMKO3H/bI.

IlpuunHoOit pasBuTHA xpoHHYeckoro JIC MoxkeT ObITh
uduonamuueckui zemocudepos nezkux (MIJI). 3abosesa-
Hue BnepBule onucaHo P. BupxossiM B 1864 r. mox HaspaHu-
em «6ypas MHAypauus Jjerkux». OHO XapakTepusyeTcs IO-
pa’keHHMeM JIETKHX C OTJIO)KeHHeM B HUX jKejle3a M aHeMHell.
Dr1o HacleAcTBeHHoe 3aboJsieBaHMe, Ilepejalolleecd IO JO-
MuHaHTHOMY Tuny. OfHaKO HM3Kasfg NeHeTPAHTHOCTb MATO-
JIOTHYECKOTO TeHa 0BYCIOBINBaET PeJKOCTh HPOsBIeHUs Go-
JIe3HH.

DTHONIOTHA W MAaTOreHe3 [0 KOHIa He maydeHsl. Cumraior,
YTO B OCHOBe Hpolecca JIe)KHT HeJ0PasBHTHE 3JACTHUECKOH
TKAHU MeJIKMX U CPeJHHX COCYJOB JIETKMX M AJIbBEeOJISPHBIX
neperoposiok. O6HapPY’KeHbI TaKKe IATOJOTHYeCKHe MYKOIO-
JMUcaxapuAbl COeJUHUTEeNbHON TKAaHHU JIETKHX, KOTOpble 06a-
[al0T cIOCOGHOCTHI0 NMPUTATHBATH K cebe jKejie30 M3 3PUTPO-
nutoB. Kpome Toro, B maroreHese GOJIBIIYIO POJb MTPaioT
HMMyHONaToJornyeckue mporecchl. Ilox BIMAHHEM HEKOTO-
PHIX NPOBOOMPYIOUX (AKTOPOB, Yallle BCEro BUPYCHOM HH-
(exknuM, NTPOUCXOXUT 06GpasoBaHME AHTHJIETOYHBIX AyTOAHTH-
ren n IITUK, koTopsle OTKJIAABIBAIOTCH B JIEKMX, BBISBIBAIOT
NOBpeXKJAeHHWe KANHJJIAPOB, BBIXOA M3 HUX M paspylleHHe
3PUTPOIUTOB, OTJIOXKeHHe reMOCHepHHA B JIETKUX.

CopepskaHue »ejie3a B JIETKUX IPH TAXKeJIOM TeUeHHH 3a-
6onesanusa B 100-200 pas mpesbimaeT HopMy. XapakTepHO,
4TO KeJe3o (PUKCUpPyeTCs TOJBKO B TKAHU JIETKMX M peruo-
HAPHBIX JUMpaTHIECKUX y3Jax.

B pesysbTaTe KPOBOMBJIMSHMIA, OTJIOKEeHMA IKejesa,
BCHOBIIIEK BOCHAJIEHUS IIOCTeNIeHHO pa3BHBaeTCA MHEBMO-
CKJIEPO3, NPHUBOAAIIMI K JIErOYHOH THIEPTeH3UHM M XPOHH-
veckomy JIC.

3a6osieBaHNe PA3BUBAETCS B OCHOBHOM Y JeTeil JOIIKOJb-
Horo Bospacta. OJHAKO MMeEKOTCHA COOOIIEHUA O IOABJIEHUH
NepBBIX CHMITOMOB B TPYAHOM BO3pacTe, a TaK»Ke y CTapIIMX
IIKOJBHUKOB.

Teuenne UI'JI o6niuno BoaHOOGpasHoe, mepuoAnl obocTpe-
HUS CMEHSIOTCS PEeMUCCHSMH PAa3HOW IPOJOJKUTEIbHOCTH.
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Hauano saGoseBaHna uacrto nposBomupyerca OPBHU. Tumuu-
HBIil KPU3 XapaKTepuayeTcs BHeE3ANHOU cJaboCThIO, roJIOBO-
Kpy»KeHueM MJIM O6MODOKOM, MOIBEMOM TeMIepaTyphl Teja
1o 38-40 °C. IlosBisieTcss My4YUTeNbHBIH KamleJb ¢ MOKPO-
Toif, KPOBOXapKAHbEM, HADACTAIT OJBILIKA, TaXHKapAUA,
6014 3a IPYAMHOM.

B JlerkMX OTMeualoTCsi YYACTKH YKOPOUeHHs IepKYTOPHO-
ro 3ByKa, ayCKYJbTATHBHO BBICJYIIMBAIOTCA PasHOKanuGep-
Hble BJa)KHBle Xpumbl ¢ obenx cropoH. Ha peHTreHorpamMme
IPYAHON KJETKH M JIeTKAX BHAHBI MHOJKeCTBeHHBIe 06JaKo-
BHJHBIE OUYATOBbIe TEHHM C JABYX CTOPOH (KPOBOMITUAHHA).
BeipajkeHbl HEBMOCKJIEpO3 M 3Mdu3eMa, HX MHTEHCHBHOCTH
3aBHCHT OT JJIMTENLHOCTM M TsxecTd 3daGoneBamudA. TeHb
cepAma paciiMpeHa PJIaBHBIM o6pa3oM 3a cdeT IPaBBIX OTAe-
JIOB.

K/JMHHUYeCKH CO CTOPOHEI CepAlla OTMedalTcs TaxHKap-
¥, TPUTIYIIeHHOCTh TOHOB, MOTYT MOSBHTHCA CHCTOJHYe-
cKkuii mym B 5-if Touke, aknesT II ToHa Ha JIETOYHOM apTe-
pun. Bo BpeMs KpM3a MOXKeT Pa3BHThCA NPABOXKeTyAOYKOBasA
cep/ledHasi HEOCTATOYHOCTD.

B pasrap 6osie3HHM MOABIAETCA HMKTEPHYHOCTb KOMHBIX
NOKPOBOB, & MHOTAA M BBIPAKeHHAs JKeJTYIIHOCTh KOXKH H
ckaep. B KpoBM ompefesnflOTCA TMIOXPOMHAs aHeMHs, MO-
poimenHas COD, cHU>KeHHe CBIBOPOTOYHOrO KeJje3a.

C Ka)XJBIM KPU30M HApACTAIOT M3MeHeHHUs B JIETKHX, NPO-
rpeccHpyeT XPOHMYECKAs [BIXaTEJbHAA HEJOCTATOYHOCTD,
HapacTaeT TMIEPTEH3UA MaJoro Kpyra KpoBoOGpamleHHs H
Pa3BHBAIOTCA CHMITOMBI XpoHmueckoro JIC.

HUnrepecHo, uto y Gonbebix UIJI uepes 1-2 roma mocie
MepBBIX MPH3HAKOB GOJIE3HH OTMEYaloTCA MMMYHONATONOrH-
YecKMe NpOsABJIEHUS CO CTOPOHBI APYTHX OPraHOB M CHCTEM.
Tak, MOTYT MOSBUThCSA PA3JIMUHBIE AJUIEProfepMaTo3sl, GPOH-
XO0CIasM, MoJMAPTPUT, MHOKADAUT, ePHKAPAUT.

TIporuoa 3aGoseBaHNs Cepbe3HBIN, JleTaJIbHBIH MCXOJ dYac-
TO HACTYNAET BCJeJCTBHe XPOHHUECKON JIerouHo-cepievHOi
He/J0CTATOUHOCTH, Pexke — OT JIerOYHOro KpOBOTeYeHH.

B JledeHUM HMCIOJb3YIOT TNIIOKOKOPTHKOHMBI M IHUTOCTATH-
ku. Jna ynydmeHus paGoTsl cepAna HA3HAYAKIOT KapAHo-
TpodHBIe NpenapaThl, AHTATOHMCTHI KAJIBIUSA, CepAeYHBIe
IJIMKO3UIBI. .
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CoueraHMe JIETOYHOTO TeMOCHepo3a U IIoMepyJoHedpUTa
naBecTHO Kak cundpom I'ydnaciepa, KOTODHIil BrepBbie GBI
onucar B 1969 r. B mociexnue roxel cuuapom Iyamacdyepa
OTHOCAT K CHCTEMHBIM BACKYJHTAM C IPeMMyLleCTBEHHBIM
mopakeHMEeM MeJKHX COCYAOB JIETKMX M IMOYeK II0 THUOy re-
MOppArmyecKoro IHEBMOHUTA U IJIOMepyJIoHedpHTA.

9T0 MMMYHOKOMILIeKCHOe 3abojieBaHMe ¢ BbIpaGOTKOM ay-
TOAHTHTe] K TKAHU JIETKUX M Hodek. VMeercs HacieJCTBeH-
Hasl IpepACIOJIoxKeHHOCTh. B 3amycke 60Je3HH MrpalT pojib
BHpDYCHI (B UACTHOCTH, BHPYC IDHINa), JeKAPCTBEHHAS Heme-
PeHOCHMOCTh, BAKIIMHALMH.

B jerkux pasBuBaeTcsi KapTMHA reMOCHAepo3a C BbIpa-
JKeHHO# OfBIIIKOil, KPOBOXapDKaHBEM, MOXKeT GLITh JieroduHoe
KpoBoTeueHUe Ha (pOHe BBICOKOH TeMIepaTypsl Tesa. Co cro-
POHBI CcepALa BBEIABJIAIOTCA TaXWUKapAud, IPHUIVIYIIEHHOCTH
TOHOB, paCIIMpeHMe TPaHHI] cepAua, MOXeT GbICTPO IpHcoe-
IMHHUTHCA cepAedHas HejocTaToyHocTb. Ha peHTreHorpamme
snerkux, kak u npu WIIJI, BUAHEI MHOXKeCTBEHHBIe OYaroBble
WM CIMBHBIE YYACTKM 3aTeMHeHHs c obemx cropoH. Ilpn
9TOM B KDOBHM OINpeJelfioTcs Keje3ofe@UIUTHAS aHEMHUS,
sneiikonuTos, Bhicokas COD. Bce aTo MOXKeT MPOTeKaTh BOJ-
HOOOpasHo.

OJHOBPEMEHHO WJIM HECKOJbKO Mo3J{Hee MosBisfeTcs Gbic-
TPONPOrpPeccUpyOIKil II0MepyIoHepPHT ¢ MOYedHOlH Hexoc-
TATOYHOCTHIO. [JIOMepyJIoHePUT NPOABJIAETCA B OCHOBHOM
remarypueit. AJl moBeIlIaeTcst PeAKo.

IlporHoa 3aosieBaHMSA MJIOXOH, GoslbHbBIE norubaiT oT Je-
rOYHO-CepeyHo HJIM NMOYedHOH HeJ0CTATOYHOCTH. Juarsos
moATBepkAaeTcss obHApyKeHueM HUPKYJINPYIOIIUX AHTHTE] K
6asajibHBIM MeMOpaHAM IOYeK M JIEKHX.

B JleueHMH HMCHOJB3YIOT NPedru300H B GONBIIMX 032X
(mo 100 Mr B cyTKH) B COYETAHMH € LHTOCTATHKAMH (asamu-
onpun wnu yuxaogocpamud mo 150-200 mr B cyTku). B
KPUTHUECKOW CTaANM NPUMEHSIOT MYJbC-TePANHIo Memu.a-
npednuzononom. IIpu mOUedHOH HEAOCTATOYHOCTH MOKAa3aH
reMOAMAJIN3, TIPH JIETOYHO-CEPAeYHON HeZOCTATOYHOCTH —
cepAeyHble TIMKO3M/BI, AMYPETHKH, AHTATOHUCTBI KaJbIUS.

IIpnunHON PpASBHTHS IIOAOCTPOrO M XPOHUYECKOro JIC
BACKYJIIDHOTO TIeHe3a SABJAETCA NEPEUYHAA NLeZOYHAR 2U-
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nepmenaus (IIJIT). Ilpu arom nopbimenue AJl B JIerouHO#
apTepud He cBfI3aHO ¢ 3a60JIeBAHUAMH CepJAIA MJIM JIETKUX, a
SIBJIAETCA NMePBUYHBIM.

Oruonorua u narorerea IIJII' 1o kKoHIa He u3ydeHbl. Cum-
TAlOT, YTO B OCHOBe MOBBImeHHus AJl B MajJioM Kpyre KpoBooG-
palleHHs JIeXKaT HelporymMopasbHble BO3JEHCTBHA C AHTHO-
CasMoOM M MOCJEeAYIIIUMH MOPGOJIOrHYeCKMMH H3MeHeHud-
MM COCYIOB JIETKMX, MX CKJeposupoBaHueM. OmpeneneHHOe
3HaueHHMe NpPHJaeTcsi THIOKCHH, HADYIIEHUAM BereTATHKH,
WMMYHHBIM HapylleHusiM, nHdexknusam. Paspurne ILJIT' cBsa-
3BIBAIOT TAKYKE € BOCHAJHMTEJbHBIM IPONECCOM HJHM TpoMGo-
30M MeJIKMX apTepuoi Jerkux. IIpeanonaraercs, 4T0 MHKpO-
TpoMGupoBaHMe MPOUCXOAAT B pe3yJbTaTe HACJEeJCTBEHHOrO
nedexra dpubpuronHM3a.

CymiecTByeT MHEHHE O TOM, YTO NPHYMHON BOZHHKHOBe-
gua IIJIT sBnsercsa QeTanbHBIH THI JIETOYHOTO KpOBOOGpAa-
menus. VI3BecTHO, YTO JaBJieHHe B JIETOYHOH apTepuy y HO-
BOPOXK/IeHHEIX PaBHO AaBJeHHIO B aopre. B mambmeitmem AJ[
B JIErOYHOM apTepHu OLICTPO CHHXKaeTcd, & B A0OpTe HOBBIMIA-
erca. B cayuae ILJIT 3akpenssieTcd IunepTpodus cpeaHero
cJI0l CTeHKHM JlerouHoii aprepun u Al He cHmXkaercs. 3a6o-
JleBaHMe [IPH 3TOM IPOSIBJISAETCA C NePBBIX JHEH JKU3HH.

Bosbloe 3HaueHue NpHjaeTcs IeHeTHUYeCKHM (dakTopaM.
Cuynrawr, yro IIJIT' MoxKeT nmepeflaBaThCs IO HACJIEACTBY Kak
[0 JOMHHAHTHOMY, TAK M IO pereccHBHOMY THNy. VI3BecTHBI
cay4yau ceMeiiHoro 3aGosieBaHHUA.

CaMbIM PaHHHM KJIMHHUYECKHM cumnromonm ITJIT sBasercs
OJBIIIKA, KOTOpas BHAYaJe MOSBJsercs Iocle (hHIMIECKOH
HATPY3KH, a 3aTeM W B mokoe. I[naHo3 passuBaercsl Ha NO3J-
HUX CTaiuAX 6ojeaHu. MoryT GbITh roJIOBOKPYXeHHs, ob6Mo-
poKH, 06ycjIOBJeHHble IMIOKCHeH M HH3KHUM CepAeYHBIM BhI-
6pocom. Co BpemeHeM (OPMHPYIOTCH THIHYHBIE H3MeHEeHHT
KHcTeil pyK: NMaJjblbl B Buje «0apaGaHHBIX Majlo4eK» H HOITH
B BUJIe «4ACOBBIX cTeKoJ». IlofBifeTcA aKPOIMAHO3 C MAJH-
HOBBIM OTTEHKOM.

VYV pereit ¢ IIJII' KoBOJIbHO PaHO BBIABJIAKTCA NPHSHAKH
Ieperpysku M runeprpoduu mpaBoro keaygpouka. OTmeuaer-
¢Sl yCHJIEHHAS CHCTOJMYecKas MyJbCAIMs B OMHIacTPaJbHOM
06J1acTH, AYCKYJIBTATHBHO BhICTymIuBaeTcs aknesT II ToHa Ha
JIerOYHOl apTepUH, TMOABNAETCS CHCTONHYECKHH IIyM B S5-i
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TOYKe, CBA3AHHBIM C OTHOCHTEJbHOI HEZOCTATOYHOCTBHIO TPH-
KYCOHAAJIBHOTO KJanaHa.

Ha peHTreHorpaMMme IpPyZHON KJIETKH ONpDENeJIAIOTCA yBe-
JMYeHUe MPaBbIX OT/AEJIOB CepAlla ¥ JieroyHas TUMepPTeH3us.
Ha D9KI' BelpakeHb! NPU3HAKH MepPerpysKH NpaBBIX OTAEJIOB
cepaua (puc. 59). Ilpn Y3U cepana BBIABJIAKTCA AWIATALAA
M runepTpodHA IPaBOro JKeAyAOUKAa, DACIHIMDEHHe JerouHoin
apTepuy, MOBBILIEHNE JIETOYHOTrO AaBieHUsd. [Ipu OTCYTCTBHH
cep/leYHBIX WM JIETOYHBIX 3a00JIeBaHMI M JIOKAJbHBIX aHO-
MaJuii JIerOYHBIX COCYZOB (IO AaHHBIM aHruorpaguu) cra-
Burca auarsoa I1JIT. Teuenune 6ose3HU MoKeT OBITH GBICTpO-,
YMepeHHO- U Me/JIeHHOIPOrPeCCHPYIOIMM.

Ilporaos 3a6oseBaHus HeGraronpuATHEIH. CMepTh HACTY-
nmaeT OT MPOrpeccUpPYOLIell MpaBoKeayIOUKOBOH HeZoCcTaTod-
HOCTM B CPOKHM OT HECKOJIbKMX MecsieB fo 10 yeT ¢ MomeHTa
NMOCTAHOBKM JMArHO3a MJIM TNOSBJIEHUS IIePBBIX CHMITOMOB
IIJIT. IlporHoa cuuTaeTcsi MJIOXMM, ecan cpenHee AJl B Je-
rouHoit aprepuu npeseimaer 50 MM prT. CT.

| Vs
I
Va
n
avR Vs
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Vs

Viw\’\-&__/\
Puc. 59. OKT' pesouxu 11 seT ¢ nepBHYHOIl JIeroYHON IHNepTeH3ueit.
Bonbua B Tevenue 5 et
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B neuenunm 6GospHbIx IIJII' MCOONB3YIOT AHTATOHHUCTHI
kanenusa (kopungap, nugedunun, adanam), KOTOpble Ipe-
JIOTBPAIAIOT JIETOYHYI0 BA3OKOHCTPUKIMIO B OTBET Ha TUIOK-
CHIO, CHMIKAIOT JaBJieHHe B JIero4yHO# aprepuu. [nsa mpenoT-
BpalleHUs] MHUKDPOTPOMOMPOBAHMS HA3HAUAIOT KYPAHMUIL.
Ilpu sABJEHUAX CepAeYHON HeJOCTATOYHOCTH IIOKA3aHBI He-
GoJIbIIMe J03bI Cep/euHbIX INIMKO3UA0B (QuzokcuH, usonranud)
u quypeTuru (Gypocemud, 66pOULNUPOH, CIUUPOHOLAKMOH).

B mociegHMe rofbl NpPH cepAeYHOH HEZOCTATOYHOCTH Ha
(oHe JeroyHoi rumepTeH3uH M XpoHmUeckoro JIC mpumMeHs-
jorcss uErubuTopsl AIID, KoTOphle OTHOCATCA K BasoAMjaTa-
TOpaM cMellaHHOro JeiictBuA. M3 aTMX mpenapaToB Hau-
Gosblilee TIpMMeHeHUe HALLIM Kanmonpua (xanomeH) u 3Ha-
aanpua. Kanronpusn HasHAYAOT [eTAM B B3aBHCHMOCTH OT
Boapacra ot 12,5 10 50 Mr B CyTKH, 9Hamampui — ot 2,5 Ko
10 Mr B CyTKH.

V B3pOCJBIX ¢ BbIPA’KEHHOl JIErOYHOM rMIepTeH3Hel ¢ yc-
[IeXOM HCIIONb3YIOT HUTPAThl IPOJOHTMPOBAHHOTO JeHCTBHSA
(Humpone, cycmar, purum).

Xponuyeckoe JIC MoxeT HMeThb mopaxoduappazmans-
noui redes. JIC ¢opmupyerca Ha ¢oHe MHONATHH, MHACTe-
HHUH, TIpH ToJxoMuenuTe. OTH 3a6ojeBaHHs BCeraa COINPOBO-
JKAAIOTCS AJbBEOJIAPHON TMIIOBEHTHIALHeH, YTO CO BpeMeHeM
[PHUBOANT K JIErOYHON TMIePTeH3HH H TMmepTpPodHU mpaBoro
JKeJyI0uKa.

Kudockonuo3 BeleT K OrPAHWYHHIO IBHIXKEHHS IPYAHOM
KJIETKH M K TocJexylomeil runokcun. Ilpu arom JIC game pas-
BHBaeTcs y>Ke y B3pocJbiX. BoporkooGpasHasi IpyAHAs KJETKa y
B3DOCJIBIX TAKIKe MOYKeT OCJIOMKHHAThCA (opmuposanuem JIC.

3HauNTeIbHOE OJKHPeHHe ¢ TMIOBEHTHJIANNEN NPUBOAUT K
passuTuio xponudeckoro JIC. HHTepecHO, UTO CHHXKeHHe
Macchl TeJa CONPOBOXKAaeTcs HOpMAaln3anuedl AaBleHUS B
MaJIoM Kpyre KpoBooGpameHus.

IIpu Bcex 9THX cocTOAHMAX O ¢opmmposanuu JIC cpupe-
TeNLCTBYIOT CJENylolHe CHMITOMBI: OJBIIIKA NPH (H3MYe-
CKoOll HarpysKe, a 3aTeM M B IOKoOe, YIODHAasf TaXxuKapaud,
[osIB/IeHHMe IUAHO3a ¢ MAJMHOBEIM OTTEHKOM; B JaJlbHelimieM
NpPUCOEAMHAIOTCA YBeJHUeHHe MeYeHH, NacTO3HOCTD. IIpn
DKI u Y3U cepAna BLIABIAITCS NPH3HAKH M[eperpyskH
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npaBoro cepAua. 9Ta CHMIOTOMATHKA YCHIMBAeTCHA B Clydae
npucoeAMHEHUA GPOHXUTOB UJIH NHEeBMOHMH.

Tepanusa JIC TopakoanagparMaibHOro reHesa CJO0KHA. IIpe-
sK7e BCero HY)KHO JIeYMTh OCHOBHOe 3aGoieBaHue. Jns cHMXKe-
HUS CTeleHH JIeTOYHOH TMIePTEeH3HH HCIMOJb3YIOT aHTArOHHCTHI
kanpous u uETHGHTOpsl ATI®. IIpM cepreyHON HeIOCTATOYHO-
CTH HA3HAYAIOT cepjedHble TJIMKO3U/bl, MOUETOHHbIE.

OpHo#t ®3 NPHUYMH BOZHHKHOBEHMHA JIC saBnserca 06-
cmpykyus 6epXHUX OblxamenbHbLX nymeil, KoTopas Ha-
6iofaeTca y jeTeil ¢ BPOXKAEHHBIMH aHOMAJHAMHU Pa3BUTHSA
gemiocTeil ¥ HOCOIJIOTKHM (aTpe3usl XoaH, MUKPOrHATH#A, MaK-
poryoccusi ¥ Ap.), a TaKKe ¢ TMIepTPOYHYECKUMH a/leHOTOH-
suanuTaMu. VI3BecTHO, 4TO NMPU HapyUIeHUH cBOGOJHOrO J(bI-
XaHUS pasBUBAeTCS TMIIOKCHSA, KOTopas BeleT K NOsBJIEHHIO
JIero4HON TMIepTeH3uu. Y JOeTed ¢ AJIMTeNbHBIM THIEPTPO-
(UUIECKUM TOHSMJUIMTOM YACTO IOABIAITCA NPUSHAKH dop-
muposanus JIC. ¥V HuX pa3BuBaercsd AMJIATANMS MM Jaxe
runepTpodusa MPaBoro >eayfodyKa. Ha 9KT perucrpupylorcs
P. pulmonale, mpassiii Tun OKI', npiHaHaku Nneperpysku mnpa-
BOro JKeNyAOuKa, HemoJHasf MJIM ToJHas Oiokana npaBoi
HOKKM Tyuka 'uca. VIaMeHeHHsS B CepAle YCYTyOIAOTCA €O-
NyTCTBYIOMel MHTOKCHKANMeil M HApYIIeHHAMHU BereTaTuB-
HOW HepBHOi CHCTeMBbI, KOTOPble BCerja COIPOBOXKAAIOT XPO-
HUUYECKHUH TOHBMJLIUT.

B TakuX cJydasX [IOMOraeT JIMIIb ONepaTHBHOE JieueHHe.
OTMeueHO, 4TO y AeTeil mocle aJeHOTOHSHJIIOKTOMHM HIIH
JAPYTMX KODPUTHPYIOIIMX ONepanuii depes HeKoTOpoe BpeMsd
nocreneHHo ucuesaioT npusHaku JIC.

Xponmgeckoe JIC MoKeT PasBHTBCA y AeTedl ¢ UMMYHONA-
monozuveckumu 3a601€6AHUAMUL COeOUHUMENLHOUL MKAHL,
€CJTH OHM CONPOBOXKIAIOTCH MopakeHHeM Jerkux. K Takum sa-
GonepanusaM mpesxae Beero ornocatcs IOPA u CKB. Crenndu-
JecKkMe MHeBMOHMTBI, XapaKTepHble JJIs 9THX GoJsesHeil, BEAYT K
CHUIKEHHIO 9JIACTUYHOCTH JIETOYHOM TKAHM, K PECTPUKTHUBHBIM H
CKJIepoTHUecKMM mporeccaM B HuX. IlocTemeHHO (opmMupyeTcs
JIC. Ilo BHIpa’keHHOCTH H3MEeHEeHHMH IPABOTO JKeNyIouKa (ero
MJIATAIMH, THIePTPOdUHN) MOXKHO CYAUTH O CTeIeHH Ioparke-
HUSA JlerKuX. PanuoHaIbHOe JeueHHe OCHOBHOTO 3abosieBaHMS
cHMKaeT puck passurus JIC.
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