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CMVCOK COKPALLLEEHWI

AAT - aHTMapMTMUYecKue npenaparhbl

B3BJIHMI - 6nokKapaa 3afHel BeTBM NeBOM HOXKM Nyyka 1ca

BMBJIHMT - 6NnoKaaa nepefHeli BETBM 1IEBOW HOXKM NyuyKa [vica

BIMHMTC - 6NnokKaga npaBoi HOXKM Nyyka vca

BCC - BHe3anHas cepfeyHas cMepTb

AnH - O>xepsenna-JlaHre-HunbceHa cMHApOM

KA - XKeNnyaoukoBaa aputmus

KT - XKeNny[0uKoBas Taxmkapans

MK/, - UMMNaHTMUPYEMbIli KapanoBepTep-AednopunnaTop

KIMKT - KaTexonammHeprmnyeckas noMMopgHas xenyaoukosas
Taxnkapams

na - NoTeHUMan fgencTens

X - NpaBblii Xenyaouek

MMK - Nponanc MUTPasiibHOTO KnanaHa

PY - PomaHo-Yopga cuHgpom

CBT - CYNpaBeHTPUKYNApHasa Taxukapams

Cb - cuHgpom Bpyraga

CYnQT - CUHAPOM YA/ IMHEHHOro nHTepBana QT

dXK - hnbpmnnaLmna XXenya0uKkos

on - (hmbpunnauna npeacepani

XM3KI - XO/ITePOBCKOE MOHUTOPUpoBaHue IKI

ycc - YacToTa CepAeyHbIX COKpaLLeHnit

OKIr - 3M1IeKTpoKapanorpaMmma

9KC - 3N1eKTPOKaPANOCTUMYNATOP

39XO0 KIr - 9X0-Kapguorpapusa

QPM - 3heKTMBHbIN petpakTepHbIA nepuog,

20C - 3/IeKTpUYecKas ocb cepaua

01 - 3N1eKTPOPU3NONOrNYeCcKoe UcCnesoBaHme

SQTS - CUHAPOM YKOpPOUeHHOro uHtepsana QT

TdeP - noAnMopdHas >enyaouKoBas TaxMKap4na Tuna «nmpyar»

4 Cnucok cokpaLlyeHuii
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BBEAEHWE

CeppeyHo-cocyucTble KaTacTpogbl YNOPHO NUAUPYIOT B CTPYKType
CMepTHOCTW 60NbLUMHCTBA CTPaH, BKtovas PP. K HacTosLLeMy BpEMEHU Ha-
KOMMeHo J0CTaTOYHOe KOMMYECTBO faHHbIX 0 3a60/71eBaHNAX, COMPAXKEHHbIX
C PUCKOM BHe3arnHoi cepaeyHoii cmeptn (BCC). OnpefeneH BKNag reHeTu-
YecKM AeTepMUHUPOBAHHbLIX COCTOSHWUIA, MOABEPrarolMX OMacHOCTW pas-
BUTUS MPEXAEBPEMEHHOW CEpAeYHO-COCYANCTON CMEPTH He TOTbKO Camoro
nauneHTa C YCTaHOB/IEHHOW MaToNorueld, HO U ero AeTei U KPOBHbIX pPOj-
CTBEHHMKOB.

OfHOI 13 OCHOBHbIX NpuumMH BCC y feTeil 1 nvy Monogoro BospacTa
6e3 opraHM4ecKMx 1 CTPYKTYPHbIX 3a60M1eBaHU cepAaLa ABNSAIOTCA NepBMY-
Hble 3fneKTpuyeckne 3aboneBaHUs cepfua, Tak HasblBaeMble KaHanonatuu,
KOTOpble CNyXaT CNnefCcTBYEM peAKUX FeHeTUYeCKUX [e(eKTOB, Bbl3blBato-
LLMX HapyLleHne paboTbl MOHHbLIX KaHaN0B B Kap4uoMUoLMTax.

VIOHHbIE KaHasbl - 3TO MOMEKYNAPHbIE CTPYKTYPbl, BCTPOEHHbIE B J1N-
NUAHbIA CNOA MeMOpaHbl KNeTKM WM ee OpraHougoB, 06pa3oBaHHbIe
TpaHCMeMOpaHHbIMU GenKamy C/IOXKHOW CTPYKTYpbl UM GenkaMu - KaHa-
noopmepamu, MPOHU3bLIBAIOLLMMUN KNeTOUHYIO MeMbpaHy Monepek B BUAe
HECKO/IbKMX NeTeNb U 06pasyoLnMy B MembpaHe CKBO3HOM KaHan uav nopy.
Pasmep KaHanoB LOBONbHO Mas 1 LOCTUraeT B fuameTpe He 6onee 0,5-0,7 HM.
VioHHble KaHanbl o6ecneumBaroT 06MeH KIeTKKU C OKpY>XXaloLLein cpefoin Be-
LLeCTBOM, 3Heprueii n UHGopmaLmei, BOCNpPUATHE 1 NPOBeLEHNE NPOLECCOB
BO30YXX/EHUS U TOPMOXEHUS B HEPBHOW CUCTEME U MbILLILAX.

B HacTosLwee BpeMsa K KaHasonatnsam OTHOCAT 4 CMHApOMa:

1 CvHgpowm bpyraga (BrS).

2. CuHApoM yanmHeHHoro uHtepsana QT (LQTS).

3. CMHApOM yKOpoUyeHHOro nHtepsana QT (SQTS).

4. KarexonaMuHepruyeckyto nosiMMopHYI0 XenyaouyKoBY Taxukap-
oo (KIMXT, CPVT).

HacneacTBeHHble KaHanonmaTuM MNOKa KpaiiHe peako BbISBAKTCS
B 00bIYHOI KMHUYECKON npakTuke. MpuHATLIE METOAbI BU3yain3alum co-
CTOSIHUS CepAeYHO-COCYAMCTON cucTeMbl Takue, Kak dXO-kapguorpagus,
MPT-cepaua, nHBasneHasa n KT aHrnorpadvsa KOpoHapHbIX apTePUn He WH-

BeegeHue 5
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(hopMaTMBHbI, NOCKOMbKY B Cy4ae HalM4mMa KaHanonatuii He HabnogaeTcs
[OCTOBEPHBIX CTPYKTYPHbIX N3MEHEHWUIA MUOKapAa U COCYAO0B, B TOM YuC/e
M Npu aytoncum y 60/bHbIX, Norméwmnx B pesynbtate BCC. eHeTuueckue
nccneoBaHUA 3aTpyAHEHbl M3-3a OTCYTCTBUS AOCTOBEPHONM A0Ka3aTeflbHO-
CTW MX MPUMEHEHUS N Mafioi JOCTYMHOCTU A5 WNPOKOro UCMO/b30BaHUS.
COOTBETCTBEHHO, [AN8 [AMArHOCTMKM KaHanonaTuii onpefenstollyo posb
nrpatoT (QYHKLMOHANbHbIE METOAbl MCCNe0BaHWA: 3neKTpokapauorpadgpus,
LNNTeNlbHOe, He MeHee 24 yacoB, MoHuUTOpupoBaHue IKI, cCTpecc-TecTbl
¢ AKI-MOHUTOPUHIOM.

MepBUYHAs AMArHOCTUKA KaHa/oMaTuil 0CHOBLIBAETCS, B 6ONMbLUMHCTBE
CMyYaeB, Ha BbIBMEHUN TUNUYHOW K[ -KapTUHbI Y GOMbHBIX CO CXOAHOW
L1178 BCEX KaHanonatuii KAMHUYECKON CHMMNTOMATWKON B BUAE MOSABIEHUS
CUHKOME, >XeNy[04YKOBbIX HApYLIEHNA PUTMa, HalMuns ClydyaeB BHe3arnHoi
CEepAeYHOl CMepTH B CeMbe WM Y 6GECCUMMTOMHbIX MaLMeHTOB Ha OCHOBa-
HUM TUNNYHOW IKI-KapTUHbI B MEXMPUCTYMHbIA Neprog.
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"naBa 1

CNHAOPOM BPYTALA

CuHgpom bpyraga npeactaBnsieT cO60A reHeTUYECKU AeTePMUHUPO-
BaHHOE HapyLUeHWe CepaevyHOro pUTMa, XapakTepusyroLeecs CUHKONasb-
HbIMU COCTOSIHWSAMM, NMOAbEMaMK cermeHTa ST (C aneBaunein Touku J) Hag
M303M1EKTPUYECKOW NMHME B MpaBbiX NpeKkapAuanbHbiX oTBefeHuax (V1-
V/3), KOTOpble MOTYT TPaH3UTOPHO UCYE3aTb, TAKXKe B 3TUX OTBEAEHUAX MO-
ryT perncTprupoBaThCs UHBEPTMPOBaHHbINA 3y6el, T, NoaHas UM HemosHas
6nokafia NpaBoil HOXKKW Myuka 1uca, MeprofnMveckoe yaMHeHNe UHTepBana
P-R ¢ BbICOKMM PUCKOM PasBUTUA XN3HEYTPOXKAOLLNX XKeNyL0UYKOBbIX Taxu-
apuTMuii (3aNM3040B NOMMMOPMHON Xenya0UKOBOM Taxukapamm n hubpun-
NSALUN XKeNyJ0UKOB), 06bIYHO Pa3BUBAOLLMXCA BO CHE MW B CMIOKOWHOM CO-
CTOAHMUW. Hepeako y 60nbHbIX 06HaPYXXMBAIOTCA TakXe Ha[Keny[o4yKoBble
apuTMuu, Yawe GuopunnaLmns npescepauii.

VcTopuma oTKpbITUA U u3ydeHns. B 1992 r. ucnaHckue Kapamonoru
6paTba Megpo v Oxxo3ed Bpyraga onybnnkosanu pesynbTaTbl HabMaeHUs
3a 8 nauuneHTamu (6 MY>XUUH N 2 XEHLMHbI), UMEBLLUVMMW B aHAMHe3e CUH-
KonafibHble COCTOSIHUS U 3MM304bl KNUMHWYeckoi cmeptu (puc.l). Ans Be-
puuKaLmm Ux NpUYNH NaumeHTaMm ObiNN BbIMNOMHEHbI UHCTPYMEHTANIbHbIE
nccnefoBaHNA: aNeKTPo-Kapanorpadus, axokapanorpagpusa, Harpy3ouHoe Te-
CTUPOBaHWe, NHBA3MBHAA KOPOHApoaHruorpagpus, aneKTpoPprsnonornyeckoe
nccnegosaHve. Y 4 nauneHTos 6bina nposegeHa 6uoncus muokapaa. Beinon-
HeHHble UCCNef0BaHUA He MO3BO/ININ BbISBUTL Kakoe-nnbo opraHnyeckoe
3aboneBaHue cepgua. EAMHCTBEHHON 0COGEHHOCTbLIO Y HabnoAaeMbIX Nawu-
€HTOB ObI/10 HaNMuKNe BnoKafdbl NPaBoii HOXKKM Nyyka Mica (BMHMI) 1 noab-
ema cermeHTa ST B npaBbIX rpyfHbIX oTBefeHunax Ha SKI nokos. B nepuopg
pasBMTUA CUHKOMNA/NbHBIX COCTOSHMIA Y HUX PerncTpmpoBasacs Nonumopg-
Haa >kenypoukoBas Taxmkapgua (OKT), KoTopas BO3HMKana rnocne paHHUX
NapHbIX XeNyL0oYKOBbIX 3KCTPACUCTON U NIErKo MHAYLMPOBaNach C NOMOLLbHO
NporpaMMmMpoBaHHON cTumynauun. Bnocneacteum 4 60AbHBIM UMMNAHTU-
poBanu KapguosepTep-getmbpunnatop (MKBLA), ewe y 2 HapyLeHus puT-
Ma uMcyesnn Ha poHe nNpmema B-6/10KaTOPOB. Y CeAbMOro nauueHTa apuTMus
KOHTPO/MpOBanach 3a CyeT Npuvema amuofapoHa v ANMeHUNrngaHTOMHA Ha
(hOoHe 3MEeKTPUYECKO cTUMYynauMmn cepaua B pexume VVI. BocbMoOii NaLneHT,

CuHapom Bpyraga 7

MepeiTn Ha cTpaHWLy C NOJIHON Bepcuein»


https://rucont.ru/efd/677825
https://rucont.ru/efd/677825

MepeliTn Ha cTpaHwuLy C NOJHOI Bepcueli»

MPVHUMAaBLINI aMUOLAPOH, HEOXKMAAHHO YMep BO BpeMst UMMNaHTauuu Kap-
anocTumynsTopa. Tak, 6paTbaMu bpyraga BrepBble 6binM ONMCcaHbl Xapak-
TepHble U3MEHEHWs Ha 3/7eKTPOKapAMorpaMme, Mo3BONAIOLLME OMpPeaenuTh
BbICOKWMIA pUCK BO3HUKHOBEHWS ey L04YKOBbIX HapyLLIeHWiA puTma y nuu, 6e3
OpraHMYecKnX N3MeHeHU cepaua.

Puc. 1. BpaTbs Bpyraga: cnesa Hanpaso PamoH, Megpo, [xo3ed (2008).

Anugemuonorua. AnuaemMuonorus cuHgpoma bpyraga nsyyeHa Hefo-
cTaTto4Ho. C 0AHOI CTOPOHbI, B CBA3W C OTHOCMTENbHO HEAABHM ONUCAHUEM
CUHAPOMA HEMHOTUE KapAMonorn X0poLo 3HaKT ero KAMHUYecKune nposs-
NeHUs, a ¢ Apyroli CTOPOHbI, AnarHoCcTnKa cuHapoMa Bpyraga 3atpyaHseTcs
HaMunem MHTEPMUTTUPYIOLWMX M CKPbITbIX hOPM CUHAPOMa U MaHudecTa-
UMein ero B BUAe BHe3amnHoi cMepTu. CUMTAETCS, YTO Y MYXUYUH CUHAPOM
Bpyraga BcTpeuaeTcs B 8-10 pa3 valle, YeM Y XXEeHLUH, U PUCK BHe3amnHoi
cmepTy Boilwe B 5,5 pasa. CpefHuiA BO3pacT 60/1bHbIX HA MOMEHT MOCTAHOBKU
AmarHosa coctasnset 40 £ 22 roga. TunuyHble ans cuHapoma bpyraga us-
MeHeHUa Ha SKIT HauMHaT NPOoABAATLCA /MWL NOCNe 5-1eTHero Bo3pacTa.

Mo paHHbIM pasfIMYHbIX WCCNefOBaHWUiA, pacnpocTpaHeHHOCTb JKI-
Nnpu3HaKkoB cuHApoMa bpyraga coctaenset oT 140 60 Ha 10000 yenosek, cpe-
v xxuteneit EBponbl - 1-5 Ha 10000 yenoBek. CyLLeCTBYIOT OMpefeneHHble
3THMYECKMEe 0COBGEHHOCTM MpPOsABEHUA cnHapoma bpyraga. Kak okasanoco,
B cTpaHax HOro-BocTtouHoit A3umn n AnoHMM pacnpoCTPaHEHHOCTb CUHAPO-
mMa bpyraga 3HauMTenbHO Bbllwe. B JaHHOM pernoHe 3HauuTenbHO pacnpo-
CTpaHeHbl C/ly4yan BHE3aMHOW HOYHOI CMepTW B MONIOAOM Bo3pacTe (B rog ot
4 no 10 cnyyaeB Ha 10000 »xuTeneii, B TOM ymcne B Jlaoce - 1cnyyait Ha 10000
Xutenei; B TannaHge - 26-38 Ha 100000 xuTeneit). s 0603Ha4eHUs Ntoaein,
YMepLUMX BO CHe, B 3TUX CTPaHax faxe CYLLeCTBYOT CrneLuanbHble Ha3BaHus:
6aHTYHIyT («CTOHYLLMIA BO CHe») Ha ®uaunnuHax, MOKKypu B ANoHUK, nau
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Tau («CMepTb BO CHe») B TannaHje. CyLlecTByeT MHEHMe, 4TO A0 50% cnyyaes
BHE3anHol CMepTW CpeAu MauueHTOB 6e3 OpraHUYeckux NMopaxeHuin cepa-
La B 3TOM pernoHe MOXeT 6biTb BbI3BaHO CMHAPOMOM bpyrasa. HecmoTps
Ha reHeTUYecKyto NpesApacrosioXXeHHOCTb K NOSABAEHUIO cMHApoMa bpyraaa,
HeKOTOpble UccnefoBaTeNM CKNOHHbI CY4MTaTb, YTO 60/ee BbICOKas ero BCTpe-
yaemocTb B KOro-BocTouHoli A3un MOXET ObITb CBSi3aHa C NOBbILLEHHbIM CO-
LepXXaHneMm Kanus B NMULLLE Y XXapKUM U BNAXHbIM K/TMMATOM.

WHTepecHo, 4TO cMHAPOM Bpyraga He perucTpupyetcs y apoaMepuKaH-
LieB, OfiHaKO, B EBpone yvallie BbIABAAETCS Y MPeACTaBUTENENR «KaBKa3CKOro» aT-
HWYECKOro TWNa v BbIXOALEB U3 CTpaH BocTouHolt EBponbl. MI3BeCTHO 0 focTa-
TOYHO BbICOKOI pacmnpoCTpaHeHHOCTW cuHApoma Bpyraga B monynsuun PO,
4TO TPebyT MpoBefeHUs YryBneHHbIX 3NUAEMUONOTMYECKNX WUCCNELOBaHUIA.

MporHos n cTpaTuduKaunsapucka. 'nasHas Lenb cTpaTumkaunm pu-
cKa y nauueHToB ¢ cuHapomom Bpyraga (CB) - NporHo3 noTeHuuanbHOro
pricKa BO3HWKHOBEHWSA 3MNN3040B XENyL0YKOBbIX apuTMuid. MpegukTopamu
He6naronpusaTHOro NCXofa Npy CUHAPOMe bpyrafa ABAATCS MY>XCKO no,
CUHKOME Ux BHe3amnHas CMepTb B CEMETHOM aHaMHe3e, CMIOHTaHHbI/ NOAbEM
cermeHTa ST B oTBeieHMAX V1-V3 B KOMOMHAL MW CCMHKONME, CNOHTaHHbIE 13-
MeHeHusa cermeHTa ST v nepBblii KT - TUN cMHAPOMA. [aHHbIX, KacarLnx-
Cl PYTUHHOTO NMPUMEHEHUSA TEHOTUNMPOBaHUA AN OUeHKN prucka BBC Her.
B ogHoil 13 paboT 6blN0 NOKa3aHO, YTO Hanuuune MyTauuii B reHe SCN5SA,
COMpPOBOXJAKLMXCA NOTepei (YyHKLUMU 3TOr0 MOHHOTO KaHana, MOXeT
CBMAeTeNbCTBOBaTb O He6naronpuATHOM nporHose (HauuoHanbHble PeKo-
MeHAaLMm1 Mo ONpeAeneHnto pucka u NpotmiakTkKe BHe3anHOW cepieyvHoi
cmepTu, 2012).

Ponb 3PU B cTpatudmkaunm pucka npu Cb okoHYaTeNbHO He YCTaHOB-
NeHa. Mo MHeHWo GpaTbeB bpyraga, 3PU nrpaet BaXHY pofib, NpU 3TOM
Ha/4me NoJIOXKUTENLHOIO NMPOrHOCTUYECKOrO pesysbTara coctasnset 23%,
a oTpuuartensHoro 77%. B To »ke BpeMs HEKOTOpbIE MccnefoBaTenu rnpegna-
raloT MCNonb30BaTb HEWHBa3MBHble METOAbl CTPaTU(UKALUKN PUCKA, OCHO-
BaHHbIE HAa 3MEHEHUAX 3/IEKTPOKAPANOrpaMMbl N KTMHNYECKUX CUMMTOMAX.

Tak Kak cMHApOM Bpyrafia MoOXeT NposBAATLCSA B NI060M BO3pacTe, He-
00X04MMO VUCK/KOUNTDL €ro B Ceaytowmnx ciyyasnx:

- NOSIB/IEHME XapaKTepHbIX M3MEHEHUIA Ha 3N1eKTPOKapANOrpaMme;

- CUHKONaJIbHble COCTOAHUS (06MOPOKM) HEACHOTO NPOUCXOXKAEHNS;

- 3aNn304bl NOANMOPGHONR XKT;

- C/lyyau BHe3arnHoi cMepTu B CeMbe, 0COGEHHO Y NPaKTUYeCcKn 340P0-
BbIX MY>4UH B Bo3pacTe 30-50 nerT.

VccnepoBaHys Mo JaHHOMY BOMPOCY NpogomkatoTcsi. CeMeiiHble ciyyan
BHE3anHol CepfeyHoi cMepT cuMTaloT (haKTOpOM pucka pa3suTus BCC.
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