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BHe3anHas cepeyHas CMEPTh IIOYTH BCEI/IA SIBIISIETCS PE3YJIBTATOM JKENyTO0YKOBBIX TaxHa-
PUTMUH, U IPUYUHBI MOTYT OBITh pa3HbIMU. OHON U3 MPUYUH MOTYT OBITh T€HETUYECKU 00YCIIOB-
JIeHHbIe 3a00J1€BaHUs, KOTOPble OCHOBaHbI HA MyTallUsAX B T€HAX, KOAUPYIOLIMX M OHHbIE KaHaJIbl, UX
MOTU(MUKATOPBI U MOIYJIITOPBI, CTPYKTYPHBIE CAPKOMEPHBIC OEJIKU MUOKap/1a, M KIMHUYECKH MPO-
SIBJIIFOIIHECS] CEPJICYHBIMU aPUTMHUSMH.

B nocnennee Bpemst Hanbosee aKTUBHO U3YYAIOTCS apUTMUHU, CBSI3aHHBIE C MyTallUsIMH B Te-
HaX, OTBEYAIOIIUX 32 (YHKIIMOHUPOBAHNE MOHHBIX KaHAJIOB KaJWs WM HATPUSL, SKCIIPECCHPYEMBIX
B MUOKap/e. DTH I'€HETUYECKU -1€TePMUHUPOBAHHBIE ADUTMHUHU OTHOCATCS K TPYIIE KaHAJIOMATHM.
Cungpom bpyraga — MOHOTeHHOE MOUIIOKaIbHOE 3a00JIeBaHNe, UMEIOIee CaMblif BRICOKHI pUCK
OITACHBIX JJIS1 )KU3HU apUTMUN ¥ BHE3AITHON CepAeYH O cMepTu. [10 MHEHHIO 9KCIIEpTOB, 3TOMY CHUH-
JIpOMY IpUHAIIEKUT Oosiee ueM 50% BHE3amHbIX HEKOPOHAPOT €HHBIX CMEPTEH B MOJIOJIOM BO3pACTE.

[lenbto faHHON paOOTHI ABISETCS aHAIN3, COOp JaHHBIX U CHCTEMaTu3alus UHPOPMaLUU 11O
KIIMHUKO-3J1eKTPO(U3NOIOr Y eCKUM IPOsBICHUSIM cuHIpoma bpyrana moatumna 1, usydenue moie-
KYJISPHBIX MEXaHU3MOB, JISKAIIUX B OCHOBE IMATOreHEe3a JaHHOTO 3a00JIeBaHHUS.

Cunapom bpyrana genurces Ha 9 TUIIOB, B 3aBUCUMOCTH OT TOI'0, MyTalusi KAKOro reHa mpu-
BOJMT K Pa3BUTHIO COOTBETCTBYIOLIETO CUMIITOMOKOMIUIEKca. CuHapom bpyrana nepBoro noarumna
cBsizaH ¢ MytauusaMu B reie SCNSA, xonupyroiem ajibpa-cyObeAUHUILY MOTEHIINAI3aBUCUMOr0
HatpueBoro kaHana Navl.5. Tunuunas snextpokapauorpaduueckas (OKI') kaptuna cuaapoma —
noabeM cermMeHta ST B mpaBbIX rpyaHbix oTBeAeHUsX (V1-V3), a Takke M3MEHEHHE KOMILIEKCA
QRS, monobHOE TakOMY H3MEHEHHIO TTPH 0JI0Ka e TPaBOi HOXKKH Iy4yka [ uca ¢ mosiBJICHHEM Ha 3TOM
¢doHe 31mHu3070B MONMUMOP(HON KETyZOUYKOBOH TaXUKAPAUH U (UOPHILISIIUU KEITyI0YKOB. BBUIO
MPEAJIOKEHO TPU OCHOBHBIX MeXaHu3Ma JIst aneBanuu cermenTa ST npu cunapome bpyrana: 1) ru-
noTe3a JenoJisipu3auy; 2) TUNnoTe3a pernoispu3alinn; 3) aCMHHXPOHUS BBIXOSIIEr0 TPAH3UTOPHOT O
toka. ®enomen DKI', xapakTepublii 1y cuHapoMa bpyrana, Bctpevaerca y 0,5-0,7% HaceneHus,
IPEUMYIIECTBEHHO Y MYKYMH. BO3HMKHOBEHNE KIIMHUYECKUX MPOSIBICHUIN ITPOMCXOIUT PEXKE U 3a-
BHCHUT OT STHUYECKON IPUHAMIEKHOCTH. B 4aCTHOCTH, JIIOAM a3MATCKOTO IIPOUCXOKIECHUS UMEIOT
OoJee BHICOKHMI PUCK BHE3AMHON cMEpTU. PUCK BHE3AaMHOW CMEPTH YBEJIMYEH Yy JIIOJEH ¢ caMOompo-
U3BOJIBHBIM NOABEMOM cerMenTa ST 1Mo cpaBHEHHIO C MAllMeHTaMHU, Y KOTOPBIX Ha0JI0 TaeTCs Xapak-
TepHbIi Uit cuaapoma bpyraga tun OKI', o6HapyxuBaeMblil 1Tocie BBeAeHUs 0J0KaTopa HaTpue-
BOro KaHajia. MI3BeCTHO, YTO MOBBIIIEHHE TEMIIEPATypbl TeJla MOKET MHIAYLIMPOBAThH IPOSBIICHUS
3TOM apuTMUU. 3a00JeBaHUE MPOSIBISIETCSI B OCHOBHOM y B3pOCJIbIX MTALIMEHTOB M CPEIH U BO3pacT,
IpU KOTOPOM HaOJIt0JaeTcsl BHE3alHasi cMepTh, cocTaBiisieT 40 JeT, HO B KIMHUYECKOW MpaKTUKe
BCTPEYAIOTCS CIIy4au, Korjaa 3a00seBaHNe MPOSBIIAETCS B MJIaJIeHUECTBE (2 JTHS) U B OXKUIIOM BO3-
pacte (84 rona).

B 3akiroueHne OTMETUM Cepbe3HbIE IPOTHO3bl ATOr0 CUHApoMa. IlanueHTsl yacTo yMHparoT
B pe3yJIbTaTe OCTPOU CEePJEUHO-COCYAUCTON HEAOCTATOUHOCTU. [10 JaHHBIM pa3HBIX aBTOPOB, Ya-
CTOTa BHE3AIMHOM CMEPTH MPU OTCYTCTBUHU aJeKBATHOTO JiedeHus konednercs ot 10 mo 40% B rog u
PHUCK y TALIMEHTOB C MOCTOSHHBIMU WJIM 3MU304u4ecKuMu n3MeHenussMu Ha JKI" ogunakoB. B HacTo-
A11ee BpeMst €IMHCTBEHHBIM 3((eKTHBHBIM METOOM MPEAOTBPAIICHUS BHE3AMHOM CMEPTH SBJISIETCS
yCTaHOBKa KapAHOBepTep-AePubdpuiistopa.
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