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BeepeHune

B meXxayHapooHOW knaccudukaumm OonesHewn
(MKB-10) BHe3anHas cepaedHas cmeptb (BCC) pasmellieHa
B pasgene 2.14. HapyleHns putMma cepala nog Kogom
146.1. 2T0 0OCTOATENBCTBO OOBLACHSET €€ APYroe BO3MOXHOE
Ha3BaHWe — BHe3amnHas apuTMMYeckas CMepTb, T.K. B
OONbLIMHCTBE CJTy4aeB e€ NMPUYNHOM ABNAIOTCA XU3HEYT -
poXaloLLme HapyLLeHnsd putMa U npoBoanmMoctu [1].

Yaule Bcero BCC BO3HMKaET 13-3a hnbpunnsaumm xe-
nyno4koB (PX) [2], B HekoTopbix ciydasx OX npeglue-
CTBYET Xenyao4dkoBas Taxukapams (KT). Acuctonus nep-
BWYHO PA3BMBAETCS 3HAYUTENBHO Pexe; CO BPeMeHeM Ha-
ctynnenms BCC e€ BeposTHOCTb YBENUYMBAETCA, T.K. B HEE
TpaHchopmMmpyetca OX (puc.1-2). BpaanaputMmm, kak
npv4mHbl BCC, BCTpeYaloTca pefko, 1 Halle 310 oTMeYa-
eTca y TsKenbIx BOMbHbIX C AeKOMMNeHCMPOBaHHOM cep-
[e4YHOM HelOCTaTOYHOCTbIO.

MNon onpefeneHneM «BHe3anHas cepaeyHas CMepTb»
(BCC) B HacToslllee BpeMsl MPUHATO MOHUMAaTbL ecTe-
CTBEHHYIO CMEPTb, CBA3AHHYIO C CePAYHBIMW MPUYHAMM,
KOTOPOW NpeLLLIecTBYeT BHe3amnHasa Notepsi CO3HaHMA U KO-
TOpas HacTynaeT B npegenax 14 ot M3MeHeHNs COCTOSHMA
nauMeHTa UM NOSBNEHNS NEPBbIX KITMHNYECKMX CUMMTO-
MOB; NMaLMeHT NpU 3TOM MOXET CTpafiaTb 3aboneBaHnem
CepAala, HO BpeMs 1 XxapakTep CMepTy ABASIOTCA HEOXKM -
OaHHbIMU; UM CMEpPTb, HacTynMBLLIas Oe3 cBuaeTenen, Ho

CBefeHuns 0b aBTope:

Oner BnagumupoBuy [ariceHOK — Bpay-Kapanosor
ObbearHeHHo b6osbHULIbI C MONMKITNHVKON YIpaBieHus
Lenamu NMpesvigeHTa PO

Puc. 1. ®nubpunnsaums xenynoukos y naumeHTa ¢ MHbapKTOMm
MuoKapaa: nocne aebnbpunnaLmMmM — ocTaHoOBKa
cepaua, peakne MANOBEHTPUKYNSAPHbIE KOMMNEKChI; B
pe3ynbTate peaHMMauMOHHbIX MEPONPUATUA — BOC-
CTaHOB/IEHWE 3NEKTPUYECKON aKTUBHOCTYU CEpALIA: Tpe-
netaHue npeacepami c AB bnokagow 2:1, nanee —
CUHYCOBbLIN pUTM ¢ AB Bnokagoi 2:1, B nocnegytoLlem
— OCTaHOBKa cepjua

ecnn Npo 60NbHOro N3BECTHO, YTO B NMOCNeAHMe CYTKM OH
4yBCTBOBas cebs HopManbHo [3].

Anungemuonoruga BBC

PacnpocTtpaHeHHocte BCC B CLLUA cocTtaBngeTr or
300 000 po 400 000 cnyyaes B rof, a Yacrota BCC co-
crasnser or 0,36 o 1,28 Ha 1000 Hacenerus 8 rog, (no
JaHHbIM HEKOTOPbIX aBTOPOB, B POCCIM 3TOT NOKa3aTesb Co-
ctaBnset o1 0,8 go 1,6 Ha 1000 YenoBek B rof, HO ecnu
y4ecTb MNOrpeLHOCT CTaTUCTUKLA 1 (DOPMYIUPOBKN NO-
CMEepPTHOro AMarHo3a, MOXHO MPeAnonoXuTb, YTO OH
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31nonorns, hakTopsl pucka u NPOUNAKTUKA BHE3AMHON CepAeYHON CMEPTH
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Puc. 2. BeposiTHOCTb BbiSiBNIeHMS Ha anekTpokapanorpamme ®X v acuctonnm B 3aBUCMMOCTY OT BPEMEHU, NMPOLLEALLEro
nocne HactynneHus BCC: yepes 4 MuH (A) 1 yepes 7 MuH (b)

3Ha4MTENbHO Bhille [4]). Yactota BCC cpeaun naumeHToB
0o 30 net cocraBnset ot 1,3 o 8,5 cnydyaes Ha 100 000
HaceneHus B rof, Npu BblpaxkeHHOM npeobnafaHnmn L,
My>CKoro nona [5]. Y My>4uH B Bo3pacte ot 60 o 69 rer,
CTpapatowmx 3abonesaHvemM cepaua, 4actora BCC Bo3-
pactaet n gocturaet 8 Ha 1000 Yenosek B rof [5].

bonee NonoBKHBI CMepTen OT cepae4HO-COCYAMCTbIX 3a-
OonesaHun B CLUA npuxoautcs Ha BCC, 1 nprimepHo 80%
cnydaeB BCC nprxoamTcs Ha OombHbIX C ULLiemMmuyeckor 6o-
nesHblo cepauia (MBC). meHHo MBC ABNSETCH OCHOBHBIM
cybcrpatom ans pa3sutis BCCy B3pOoCnbIx NaLMEHTOB B
OT/IYME OT MOMOAbIX, Y KOTOPbIX A1 pa3sutng BCCyalle
BbISIBAAKOTCA MHbIE MPUYMHBI. Y [eTeN paHHero Bo3pacra B
Ka4ecTBe OCHOBHbIX MPUYMH PacCMaTpUBaOTCA BPOX-
[LEeHHble MOPOKWM Cepaua CHMHEero T1na U MMOKapAUTLI.
lNocne rofa K BHeE3anHoM CMepTy Halle BCEro MPpUBOAAT CTe-
HO3 YCTbsl aOPTbI, NATONIOTMA COCYO0B NErkKMX, PasfiniyHble
BapunaHTbl TeTpaabl Ganno, MMokapaumT, rmneptpoduye-
cKag kapamomMumonatva [5]. B monogom Bo3pacre B Ha-
cTosilLee BpemMs DonbLIOe BHUMaHMeE Kak npudmHam BCC
yOenseTcs KapanmoMMonaTusM 1 reHeTudecknm 3aborne-
BaHVIAM MOHHbIX KaHamnos.

Nwemunyeckaa bonesHb cepaua

B cTpyKTYype cMepTHOCTM OT Gone3Hen c1UcTeMbl KPOBO-
obpallleHns Tpy[oCnocoOHOro HaceneHus B Poccum vilie-
Mudeckas bonesHb cepaua (MBC) coctanser 59,6% [6].
TeueHvie IBC MoXeT ObITb pa3nuyHbIM. BornesHb MOXeT Ha-
YMHATLCA OCTPO, NPOABNAACH TaK Ha3blBaeMbIM OCTPbIM KO-
POHAPHBIM CMHAPOMOM (Ky[la OTHOCST HECTabUIBbHY!IO CTe-
HOKapPZMIO 1 OCTPbIN MHMAPKT MUOKapAa). MIHoraa nepebiM
(1 nocnegHUM) NposBeHneM GONe3HU CTaHOBUTCS BHe-
3anHas cMepTb. OCoDeHHO HeONaroNPUSATHBIM ABNSETCS TOT
akT, 4to Npn MBC cMepTb HOCUT BHE3aMHbIN XapakTep B
60% cny4aes [7]. bonee Taxenoe 1 yckopeHHOe pa3BuTe
aTepockiepos3a, BO3IMOXHO, ABMSETCH MPUYUHOM yBe-
nndenms Yactotbl BCC B Hawen ctpaHe. OgHNUM 13 BO3-
MOXHbIX MYCKOBbIX (DaKTOPOB, MOXET ABNATLCA MNCUXOSO-
MMYeCcKUM CTPEeCC, MPUBOASLLMI Yepe3s NOBbILLEHMEe aKTUB-

HOCTW CMMMaTO-afPEHaNOBOM CUCTEMbI K YBEIUYEHUIO
YCC, NOBbILLEHWIO PUCKa XKENYO0HKOBbIX XM3HEONACHbIX Ha-
PyLIEHNA pUTMa 1 NoBpexaeHuio (pa3pbiBam WK Haj-
PbIBaM) aTepOCKIIEPOTUHECKIX ONSILLEK C MOCNEYIOLLMM OCT-
PbIM TPOMOO30M KOPOHapHbIX apTepui [8,9]. Mo AaHHbIM
ayToMnCUM, OKKIIO3MPYIOLLMIA TPOMOO3 KOPOHaPHbIX apTe-
puin obHapyxmnBatoT y 15-64% BHe3anHoO ymMepLinx.
YMeHbLUeHWe cfly4aeB OBHapyxeHWs ero B nocnefHee
BPEMSI, BEPOSITHO, CBSA3aHO C Donee akTMBHbIM UCMOMb30-
BaHWEM U PaCNpOCTPaHEHNEM TPOMOOINTUKOB U aHTU-
arperaHToB. 1o faHHbIM 3apyOeXHbIX MCCenoBaHIIA, 3a Mo-
anefHve rofibl oTMeYeHo, 4To Yactota BCC 3Ha4MTeNbHO CHU-
3unach 3a nocsiegHue 30 ner, elle 00 WMPOKOro MCMOoSb-
30BaHNS UMMAHTUPYeMbIX AehOPUNNSTOPOB, YTO NOA-
4YepKMBAET BaXKHOCTb MPUMEHEHNS Tepanumn, OCHOBaHHOM
Ha [loKa3aTefIbCTBax, BKOYasd penepdy3noHHble BMeLla-
TeNbCTBA W CpeacTBa BTOpUYHOU npodunaktiku [10]. Oa-
HaKo, MO JAaHHbIM OTeYeCTBEHHbIX aBTOPOB, NPW aHanmse
CTaTUCTUYECKMX [aHHbIX B BopoHexckon obnacti konu-
4eCTBO UJy4aeB BHE3aMHOM KOpoHapHoW cMept B 2005 roay
yBeNM4UIoch B cpaBHeHu ¢ 2000 rogom Ha 46,6% [11].

[axe B KpynHbIx LeHTpax CLLIA ¢ XopoLUo oTnaxeHHoW
pPaboTOM CKOPOW MOMOLLM MPOLIEHT BbIXXMBLUNX 13 Nepe-
Heclwmx BCC kparHe HeBenvik. MNoBbILLeHms 3 deKTBHOCTM
BHEOONBHNYHOW peaHMMaLLMM MOXHO foOUTLCA 3a cHeT
PaCNpOCTpaHeHUs aBTOMaTUYecKnx AedndbpunnsTopos
1 NX MCNONb30BAaHMS He TONbKO MeayKaMu 1 cnacatens-
MW, HO 1 BCEMMW, KTO OKa3anca psagoM. Takom NoAXom ak-
TnBHO BHeppsetca B CLLIA. Ho, B TO Xe Bpems, CToUT Cnpa-
BeASIMBO 3aMETUTb, YTO Y DOMbBLUMHCTBA BHE3AMHO yMep-
LLIMX NEeTanbHbIN MCXon pa3BmBaeTcs Aoma (72%) [12], Ha
paboTe NMbOo Ha ynuLe, NO3TOMY TPYAHO Npefyrafats, rae
CTOWT YCTaHOBWTb aBTOMaTUYecku aedunbpunnatop. Mo-
ckonbky BCC B nofasnstoLem 60nblLMHCTBE Cly4aeB AB-
NAETCA BHErOCNMUTaNbHOM CMEepPTbIO M OCTaBNAeT Mano
BPeMeHV Of1A NPoBefeHNd PeaHNUMAaLMOHHbIX Mepo-
NPUSATNIA, OCHOBHbIE YCUUSA OOMXKHbI ObITb HAaNPaBEHbI Ha
eé npodunnakTuky. [ns ontmmMmaumm Mep no npodu-
naktmke BCC onpaBaaHHbIM ABISETCS BbleNeHve rpynn Bbi-
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31nonorns, hakTopsl pucka u NPOUNaKTUKa BHE3AMHOM CepAEYHON CMEPTH

Tabnuua 1. Ctpatudukaums pucka BCCy 6onbHbIx nocne MM ¢ Hanuunem nnun 6e3 cepaeyHor HegoCTaToYHOCTH

Mo Knaccam gokasatenbHoctu [13].

Knaccl Knacclla

Knacc llb

— OB JTX<40% no faHHbIM IXO-KT:

— XeNnyao4KoBad 3KCTpacncTonma

— NO34HWe NoTEHUMaNbI XeNyL04KOB,

(>20 Ex B 4ac, >10 napHbix Ex B 4);

- Bapma6eanocrb Cepae4Horo putMa,

- HeyCI'OVI‘-MBaFI Xenyno4koBas TaxnKapana,

— anbTepHalina 3ybua T,

— YYBCTBUTENbHOCT DapopeLenTopos;

— Bbicokas YCC B nokoe

— TypOYNEHTHOCTL CEPAEYHOTO PUTMA;

— 0Obem JIX

— NPOXOAMMOCTb UH(APKT-CBA3aHHON apTepui

®B JIX — dpakuys BbI6poca nesoro xenyaoyka, IXO-KT — axokapavorpacus, Ex — skcrpacuctona

COKOrO pMCKa Cpeay NauyeHToB.

[pynmny BbICOKOrO pUCKa COCTaBASAIOT NIOAN, NMepeHecLuve
nHbapkT Mmokapaa (VMIM), vMeiolime npusHakm amc-
PyHKUMM JTXK, a TakxKe XM3HeonacHble XenyL4o4KoBble Ha-
pyLleHns puTMa B aHamHese (puc. 3, Tabn. 1).

YT0 Kacaetcs naumeHToB ¢ IBC, ¢ HakonneHnem gaH-
HbIX KPYMHbIX UCCNEeA0BaHWM 3a NpoLleaLUne rodbl CTano
SICHO, 4TO aHTMapUTMMYeckme npenapatbl (AAM) nepso-
ro knacca, ocobeHHo 1A 1 IC, He cnegyeT NpUMEHSATb M3-
3@ HEraTVBHOTO BIINSIHWSA Ha COKPATVMOCTb 1 CMOCODHOCTb
CoKpaLLaTb NPOAONXKUTENBHOCTb XIM3HW OOMbHbIX C MOCT-
NHaPKTHLIM KapAMOCKIIepPO30M M XPOHUYECKOW cep-
Jle4HOV Hef0CTaTOHHOCTbIO (MO AaHHbIM UCCNeloBaHMN
CAST 11 2) [14,15]. Kak cnefcTBme 310ro, 13-3a COKpa-
LWeHus konnyectsa AAT, KOTopble MOXHO Oblno Obl UC-
NOMb30BaTb B MeAMKaMEHTO3HOW Tepanuu, B T.4. 1 B NNa-
He npodmnakTmki BCC, akLeHT Obln caenaH B nonb3y beTa-
agpeHobnokatopos (BAB) 1 ammomapoHa, Kotopble 8-
NAIOTCS Ha MPaKTUKe CaMbIMU YaCTO Ha3Ha4aeMbIMK B Ha-
crosilee Bpemsa [16].

OnbIT NPUMeHEHWUS aMUOAAPOHA OblT CYMMUPOBAH B
MeTa-aHanmse ATMAI, no pesynsrataMm KOTOporo CAenaHbl
BbIBOAbI O JOCTOBEPHOM CHVXXEHNW P1CKa BHE3AMHOW apuT-

UBFUUPRF
058301

Puc. 3. laHHble KOpOHapoaHruorpadum naumeHTa
C MHOrOCOCYANCTbIM NMOpaXeHeM KOPOHapHOro
pycna, nepeHecliero MHMapKT MMokapaa
B aHamHese.

MMUYECKON CMepTU Ha 29% W CHUXEeHUW purcka obLLen
CcMepTHOCTM Ha 13% (puc. 4) [17].

Kak BO BCcex NpodUNakTNHecknx MeponpusatTusax, npu
npodunaktnke BCC BbIAENAIOT NEPBUYHHYIO 1 BTOPUYHYIO
npodunnakTuky. Mog «nepBrYHON NPOMUNAKTUKOM» NO-
HWMaAIOT Mepbl, HanpaBieHHble Ha npefynpexgeHue
YCTONYVIBOW XeNyA04KOBOM TaxmKapamm y OombHbIX, Y KO-
TOPbIX He ObINO 3MM30A0B, YrPOXAIOLLMX KNU3HW XKeny-
[OYKOBbBIX HapyLUeHWN PpUTMa, HO PUCK MUX Pas3BUTUA
KpanHe BbICOK. «BTopmyHas npodunaktika» Kacaetcs
OOonbHbIX, KOTOPble NepeHec v OCTaHOBKY cepaLa Unu re-
MOoAMHaMmnyYeckn 3Hadmmyto XT /DX, conpoBoxaato-
LLytoCs noTepert co3HaHmsa (Tabn. 2).

YTO Kacaetca akTMBHbBIX MO3NLNN UMIIaHTUPYEMbIX
KapanoBepTepoB-Aethnbpunnatopos (MKI), koTopble
OHM CTanu 3aHVMaTh B CPaBHEHWM C aMWNOLAPOHOM B MPO-
dunaktmke BCC, CTOUT yNOMsAHYTb pe3ynsraTbl NCCNefo-
BaHma SCD-HeFT. B HeM cpaBHMBaNMcbL camble NpocTble
KO c amvonapoHom v nnauedo y 6onbHbIX C cepaeqHon
HepoctatoqHocTbio -1 DK 1 OB J1IXK<35%. AM1ogapoH
He BNWAN Ha BbKMBAeMOCTb, Toraa Kak UKL cHyxanm
CMEpPTHOCTb Ha 23 % BHe 3aBUCMMOCTM OT Hanwn4ms BC
[19].

Obuwas BHe3anHas aputMmyeckas
CMepTHOCTb

CMepTHOCTb
0% -

-5% —

-10% —

-15% —

-20% —

-25% —

=0 5 -29%

-35% —

Puc. 4. MeTa-aHanu3 ATMA: npumMmeHeHWe ammopapoHa y
6500 yenoBek, MMEBLLMX 3aCTONHYIO CEPAEYHYIO He-
[OCTaTOYHOCTb U/MNU NHDaPKT MMOKapaa B aHaM-
He3e, B Te4yeHue oT nonyroaa fo 4,5net
HabnogeHWs Ha hoHe Tepanun B go3ax ot 400 go
1000 mr/Hepento [17].
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Tabn. 2. PekomeHpaumm EBponerickoro obuiectsa kapanonoros no npodunaktuke BCCy naumenToB MBC Bbicokoro

pu1cKka no Kflaccam JokasatenbHocTu [18]

MepBryHas npodunaktuka BCC
Mocne UM UM c gucynkupmen JDK [eMognHaMmnyecku ®B J1)K<40%+HeycTronumBas
nepeHocumas XT XT+ycronumeas XT, uHayumpye-
Masi 3NeKTPOCTUMYNALMEN
KnaccI': Knacc ' Knacc lla: KnaccI':
— bAB; — BAB; — aMMOL3POH; - KO
— MANoO: — nANoO:; — BAB;
— rynonunuaemMmyeckme — OnoKaTopbl PeLenTopos Knacc I1b3:
CpencrBa; arnbOCTePOHa; - WKO;
Knacc IlaZ: Knacc llaZ: — abnauws;
— [THXK; — aMVIOJAPOH; — XMpypryeckme Metobl
— aMMOfIaPOH — VK[ (ecnn ®B<30%)
BropuyHas npocunaktuka BCC

X TemopMHaMu4eckn HenepeHocmmas ycronumas XKT
KnaccI': Knacc I
— VKL, — UKL,

Knacc lla2:

— aMUOJAPOH;

— bAb
UM — nHapkT Myokapaa, XT — xenyao4kosas Taxvikapans, BAb — 6era-aapeHobnokatop, MAT® — MHMOMUTOPbI aHTMOTEH3WH-NPEBPALLAIOLLEro (hepMeHTa,
MHXK — nonuHeHacblLLieHHble XupHble kicnosl, VKL — MMnnaHtaums kapavoseptepa-aedubpunnstopa.
Knacc | = umeloTcs nuLLb JaHHbIe, CBUAETENLCTBYIOLLYE O MOMb3e U 3PDEKTUBHOCTY;
2Knacc lla — umeloLLmecs AaHHble NPOTUBOPEYYBbI, HO JaHHBIE O MOMb3€e MPEeBaNMpYIOT;
3Knacc I1b — gaHHble NPOTUBOPEYMBYI M MPEBANMPYIOT OTPULIATENbHbIE Pe3yNbTaTbl;
Knacc Il = no faHHbIM 1cCneaoBaHuin nnm obLLEMY MHEHWIO SKCMEPTOB METOZ, MCCNeA0BaHNA N BMELLATENbCTBO HESMMEKT/BHbI

Kap,u,mommonamm

Mneptpodunyeckas kapamommonatmsa (TKMI), no
[OaHHbIM, MOJTy4EHHbIM B 3NUAEMUONOTMHECKMX NCCNefo-
BaHuMAX, BCTpedaeTtca o 0,2 % cny4vaeB. bobLUMHCTBO Cy-
yaeB BCC coctaBnsioT 6onbHble Moioforo Bopacta [20];
purck passutns BCC y geten u nogpoctkoB ¢ TKMIT B
CPaBHEHWW C B3POCSIbIMM NaLEeHTaMV BbllLe B CPeHEM
B 1,5-2 paza v coctaBnseT 4-6%. [1o3TOMY KpanHe Bax-
HO paHHee BbISIBIEHME AaHHOW NaTONOrMM U NOEHTUDN-
KaLms 60bHbIX C NOBbILEeHHbIM puckom BCC. Y 6onb-
LWMHCTBa OOJbHbIX 3a00neBaHMe NMeeT HacIeACTBEHHbIN
XapakTep, B CBA3W C YeM BUAMTCA LienecoobpasHbiM 06-
cnefoBaHuMe Bcex BNM3KMX POACTBEHHMKOB. BbisiBneHo 9
reHoB, MyTaLLMW KOTOPbIX CBA3aHbI C BO3HUKHOBEHKEM 00-
nesHn. MyTtaums reHoB, 0OyCNaBAMBAOLLIMX TPAHCKPUMLMIO
TponoHuHa T 1 TsXenow Lenu 6eTa-MMo3nHa, CHUTAETCA
CBsi3aHHOW C Hamboree BbICOKMM purckom BCC. Ha anek-
Tpokapamorpamme (3KT) y nauyeHTos ¢ FTKMTI 06bMHO OT-
Mevaetcs ynnoweHue nnm nHsepcmns ST-T [5].

MporHocTnyeckn HebnaronpuUATHbIMKW akTopamm,
yBenun4msatoLmuy puck BCC, asnaiorca:

* IMarHocTMpoBaHHas ycrondmaas XT nnu OX;

* ceMenHbI aHamHe3 BCC y Gn3KmMx pofCTBEHHNKOB
(0cobeHHO B MONIOAOM BO3pacTe);

* HEOOBACHMMbIE CUHKOMAaSbHbIE 3NMU30bI;

* HeycTonumBas KT npm NPOBEAEHN XONTEPOBCKOMO MO-
H1TOpUpOBaHma IKT;

* TONLLMHA MEXOKENYA,04KOBOW Neperopofkm bonee 3
CM MO daHHbIM 3xokapanorpacdum (9X0-Kr);

* MNOTEH3KBHAs peakLys Npu Npobe ¢ hrnHeckom Ha-
rpy3Kow;

* onpeaeneHHble reHeTYeckne BapraHTbl bonesHu;

* BbisIBNeHWe 3aboneBaHs B MONOAOM BO3pacTe.

Hanbonee HeOnaronpuaTHbIM NPOrHO3 CriedyeT OXu-
[aTb y BONbHBIX, UMEIOLWMX 2 1 Donee 13 NepevmcieHHbIx
hakTopoBs [21].

JNeveHne Takmnx OOnbHbIX NPeAnonaraeT BO3MOXHOCTb
NCMONb30BaHUA XMPYPrudeckx MeTOA0B le4eHd — MUO-
TOMUI/MNOIKTOMUM (HO B HALLIE CTPAHE OHI 3HA4UTENBHO
orpaHunyeHHbl). Hanbonee 3 hekTBHLIM METOAOM MPO-
punaktukn BCC y nuLL BbICOKOTO pUCKa ABMAETCH UM-
nnaHTauns kapanoseptepa—aedubpunnatopa (MKO),
ansTepHATUBHBIM METOAOM NPOMUNAKTKA MOXET ObITb Ha-
3Ha4YeHne aMnofapoHa. beta-agpeHobnokaTopbl 1 Bepa-
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MNaMnn yMeHbLUatoT BblPa>XeHHOCTb CMMMTOMOB 3abone-
BaHWA, HO He BJINAIOT Ha NMPOrHO3.

OvnaTtaunoHHas kapamomuonatus (AKMM), no naH-
HbIM HEKOTOPbIX aBTOPOB, SBMSETCSH BTOPOW MO YacToTe Npu-
4ymHom BCC y B3pocnoro Hacenenus [22]. Mpu LKMI BHe-
3anHo normbatot okono 30% 6onbHbIX. Ha BbICOKMI prcK
BHE3aMHOW CMepTU YKa3bIBaOT NapOKCU3Mbl HEYCTOMYN -
BoW KT, 0OMOPOKM U1 Taxenas cepaeqHas He[oCTaTo4HOCTb.
BeposiTHee Bcero, onTMm3auma NoOXOA0B B NeHeHnn cep-
[e4YHOWN HeloCTaTOHHOCTM ODYCIOBUMA CHUXEHWE NATA-
neTHer cMepTHOCTK BorbHbIX ¢ AKMIM ¢ 70% B 80-€ rofbl
00 20% B nocnenHee spems [23]. OCHOBHbIMU J1leKapCT-
BeHHbIMM cpeacTBamu Ans npodunaktikn BCCy 6onbHbIX
c AKMT asnstotca MATM®, BAB, Gnokatops! peLentopos
allbIOCTEPOHa, a TakXke aMUOofapoH. [MporHocTnyeckm
HebnaronpusTHbIM NPU3HAKOM sBNAOTCA BNokafbl Npo-
BEeEHUA Ha PasfinyHbIX YpoBHAX [5]. Mpwn ganeko 3a-
WeALInX CTanmsx 3abonesanns puck BCC ot bpagmnapwt-
MU, SeKTPOMEXaHWNHYECKOM AMccoLmaLim 1 sMbonmi no-
BbILLAETCA; 3TN OCJIOXKHEHWSA BbI3bIBAOT LO MOSIOBUHbI
cnyvaes BCCy 3TUX DONbHbIX.

ApuTMoOreHHas npaBoOXeya04KoBas KapaMoMno-
natusa (AKMI), bonee n3BecTHast B Hallen CTpaHe nof, Ha-
3BaHVIeM apUTMOreHHas AMCNIa3us NpaBoro Xenyao4ka,
ABNIAETCSH OOHOW U3 MaBHbIX NPUYMH CMEPTU Y NL, MO-
noforo Bo3pacta. BHe3anHas cMepTb MOXET ObITb NepBbIM
eé nposieneHveM. 1o HEKOTOPbIM AaHHbIM, PacnpocTpa-
HeHHocTe AKMIT B nonynaumm cocrasnset 0,01-0,1%, HO
BbIABAEMOCTb MOKa O4eHb HM3KadA. VIHTepecHbIM ABNseT-
s dhakT, YTO, MO AAHHBIM OAHOTO NCCeA0BaHNSA, HaMbo-
nee 4acton NPUYNHOM CMEPTU TPEHUPOBAHHbIX CMOPT-
CMEHOB B CEBEPO-BOCTOHHOM UTanum senanace AKMIT (oko-
no 25%) [24]. bonee yacTtas BcTpedaeMoctb AKMIT B 0T-
[eNbHbIX reorpadmyecknx pervioHax, BeposTHO, 00-
YCNOBIEHA reHeTuYecknMmn ocobeHHocTamu., AKMIM —
3TO HacneacTBeHHOe 3aboneBaHMe, XapakTepHbIM Mpu-
3HaAKOM KOTOPOTO ABIAETCA 3aMeLLeHVe KapaoMMOLMNTOB
CTeHKM MPaBOro Xeyao4Kka CoeanHUTENbHOM MW XXMPO-
BOW TKaHblO. TOYHbIE NMPUYMHBI 3a00NeBaHUsA HEN3BECTHBI,
no-BMAMMOMY, OonesHb hopMUpYyeTcs B TOM 4YKcCIe U
nof BAUAHMEM BHELHUX (HDAKTOPOB (MHMEKUMOHHBIX,
TOKCUYeCKMX). [Na AMarHoCTukL ncnonb3yotT IXO-KI n
A0EPHO-MArHUTHbIM pe30oHaHC; Ha DK Hepedko peru-
crpuipytotcs E-BonHbl. fpynny nosbilleHHoro prcka BCC co-
cTaBnsoT bonbHble, UMeloLe Anddy3Hoe nopaxeHue
NpaBoro xenyno4ka (0COGeHHO B COYETaHWUM C BOBIEYe-
HMEM NEeBOro Xenyao4ka), OTATOLWEHHbIA CeMEMHbIN
aHaMHe3, peaHNMUPOBAHHbIE U MaLMEHTbI C XKeNyn04KO-
BOW TaxvKapAmen, NpoBOLMPYEMOM 3NeKTPOKaPANOCTA -
mMynsaumen. OCHOBHbIM BMeLLaTeNbCTBOM MpUY 3TOW NaTo-
NOMNK, HaMpPaBNeHHbIM Ha NEPBUYHYIO M BTOPUYHYIO NPO-
punaktuky, asnaerca UK.

BpoxxaeHHble anekTpodusnonornyeckue
adHOMalnn

BpoXAeHHbIN CMHAPOM yANMHEeHHOro nHTepBana QT
— cemenHoe 3aboneBaHue, NP KOTOPOM BbISIBIAETCS Na-
Tonorns B 5 reHax (4 reHa, KOOMPYIOLWMX TpaHCHopT
MOHOB Kanus, U 1 reH — TPaHCMOPT MOHOB HATPUS Yepes
KneTo4Hylo MeMbpaHy). 3aboneBaHre NposBASeTCa yonm-
HeHMeM KoppurposaHHoro nHtepsana QT (>0,45 cek) 1
Kenyno4KOBbIMU apUTMUAMU (Hallle «nnpyaTHon» XT),
BO3HMKAOLWMMU MPU Harpyske uiy npoBoLMpyeMbIMU
crpeccom [25]. BeloensioT Aa BapuraHTa 3ab0neBaHNs: CUH-
Apom PomaHo-Yopaa — 6oree 4acTbil C OMUHAHTHBIM
TUNOM Hacs1e[oBaHus, U cuHgpom Epeena-JlaHre-Hunb-
ceHa — Gonee peKu BapMaHT C peLeccVBHbIM TUMOM Ha-
CnefoBaHMS, COYETAOLWMICS C BPOXOEHHOW [TyXOTOW.

dakTopamu prcka BCC aBnsoTCS 0OMOPOKM B aHaM-
He3e, Xenyao4KoBas Taxmkapaus Tmna «nupysm, QT nH-
TepBan bonee 0,6 cek, BO3HVKHOBEHME CUMMTOMOB 3a-
OoneBaHUs B paHHEM [OETCKOM BO3pacTe, Hanmyune at-
PUOBEHTPUKYMSIPHOM Brokabl U U3MeHeHU I KOHEYHOM
4acTW XeyA04KOBOro KOMMIEeKCa 1 XXEHCKNK Nofl.

Bcem OonbHbIM C yanuHeHHbIM QT 1 YneHaM Ux cemer
6e3 yonunHeHns QT (BO3MOXHbIE HOCUTENK NaTonoruye-
CKOro reHa) pekomMeHmyeTcs n3beratb npuema nekapct-
BEHHbIX CPeACTB, YAMMHsOLLMX QT (M NCKMIOYNUTL X NPK-
MeHeHMe), MpenapaToB, CHUXAIOLLIMX CoflepXKaHue Kanms
B KPOBU, UCKITIOYUTL 3HAYUTENbHbIE PU3MYECKMEe Harpy3-
KW; @ TakXXe 1M CTOUT peKoMeHLoBaTh npriemM bAB.

[na nepBMYHOM NPOMUNAKTMKK Y ML, C MOBbILLEHHbIM
puckoM BCC npenapaTom nepBoro Bbibopa senseTcs bAB,
a NpY HaNM4YUK HapyLLeH DYHKLWW MPOBOAALLEN CU-
CTeMbl CepALa — B CO4ETaHUM C UCKYCCTBEHHbIM BOAMTE-
nem putMa cepua. [ns BTopnyHOM NpodunakTnkm pea-
HUMMPOBaHHbLIM BonbHbIM (Mocne XXT, PX) nokasaHbl UKL
v Tepanus BAB [26].

CuHzpom bpyraga — HacnencrBeHHoe 3aboneBaHume,
BbI3blBaeMOe MyTaLMen reHa, perynmpyoLLero TpaHCnopT
MNOHOB HaTPWS Yepe3 KNeTo4Hyo MeMbpaHy. CUHAPOM An-
arHOCTUpPYIOT Npu Hanuinmn Ha SKT Gnokagbl npaBow
HOXKM Nydka lMca (Bknovasa npexomsilyo bnokagy) u
nogvema cermeHta ST B V,—V3. CnHaopom bpyraga xa-
PaKTEPU3YETCA HanMymMeM Yy Takix OOJNbHbIX BbICOKOrO
pricka BCC [27]. BaXXHbIM MOMEHTOM B YTOYHEHWW AMar-
HO3a ABNAeTCs Hann4me B ceMbe cnydaeB BCC. 3aperu-
CTpupoBaHbl cniydar BCC npenmyLLEeCTBEHHO Cpeam MyX-
4YKMH B BO3pacTe OT 6 MecAueB 00 74 neT. [Nonb3a oT Ha-
3Ha4YEHNA AaHTUAPUTMNYECKIX CPeaCTB He yCTaHOBMeHa. Ha-
060poT, € 1x nomolibio (Npenapatbl knacca |) COMHM-
TefbHble 3MeHeHnd Ha DKT TpaHChOpMUPYIOTCA B ABHbIE.
EQuHCTBEHHBIM MeTo4OM NpodunakTnkn senaetcs VK.

deHomeH Bonbda-MNapkuHcoH-YanTa (Wolff-Parkin-
son-White; WPW) BCTpedaeTcs B nonynsLmyi COaBHUTENbHO
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yacto — 0,1-0,3%. Puck BCC y Takmx OOMbHbIX HU3KUIA
(0,175% B 1 roa). MexaHu3M e€ CBSi3aH C pa3BuTemM Grod-
PUNNALMK NPeLcepamm C ObICTPbIM OTBETOM XeNya04KOB
No [LONOMHUTENIbHOMY MyTW NMPOoBeAeHNs (YacToTa CoKpa-
LLEEHUI XKeNY04KOB B 3TOM CJly4ae MOXXeT AocTuraTh 250
B MUH) 1 e€ nepexoda B OX.

NoeHTUdMUMpPOBaHbl MapKepbl, Hann4me KOTOPbIX
PE3KO YBENNYMBAET e pUCK:

* KOpOTKMM RR MHTepBan y 60nbHOro ¢ hmndpunnaum-
e npencepann (<250 Mc),

* KOPOTKMI aHTepOrpaHbI pedpakTepHbi Neproa Ao-
MOMHUTENBHOTO MYTU NMPoBeaeHs Bo30yxaeHus (<270 Mc),

* HaJI4YMe HEeCKONbKMX AOMONHUTENbHBIX MyTeu,

* 0OMOpPOKM B aHaMHe3e.

CnHppom WPW nerko BbISIBUTb U yCTpaHUTb. OCHOB-
HbIM METOOM Jle4eHUs OONbHbIX C BbICOKMM PUCKOM
BCC npn cnnopome WPW sBnsieTcs paamoyactoTHas ab-
naums LONONHUTENbBHbBIX MPOBOAALLMX MyTen. B cnyyae He-
BO3MOXHOCTU €€ BbINOJIHEHWNSI BTOPbIM BbIOOPOM B-
NAEeTCH aHTMapuTMIMYeckas Tepanus (ammopapoH). Mpe-
napatbl Knacca | MoryT ObiTb MCMOMb30BaHblI TOMbKO B
Cfy4ae OTCYTCTBMS OPraHNYecKnX MOpPaXKeHnn MMoKapaa.
BaXHO MOMHWTb, YTO MPW 3TOM NATONOMAKM NPOTMBOMOKA-
3aHbl cepAeyHble MKO3W bl 1 OIOKaTOPbI KaslbLMEBLIX Ka-
Hanos [13].

KaTtexonamuH-3aBucrmas nonmmMopdHas enyagou-
KOBasi Taxmkapams, Kak nokasaauv nocnefHue ncaneno-
BaHWs, Takxke oDyClIOBMeHa HanuvymMem MyTauuu reHa
(hRyR,). ApTMUS TPOSBAAETCS Y MHOTVX B IETCKOM BO3-
pacte. lpynny nosbleHHoro prcka BCC cocraBnsitor 605b-
Hble C OTATOLLEHHbIM CEMENHbBIM aHaMHE30M, 0OMOPOKa-
MW B aHaMHe3e, 0COBEHHO B CITy4ae X BO3HNKHOBEHNSA B
paHHeM OeTCKOM Bo3pacTe. Vicnonb3oBaHve BAB y Takmnx
OonbHbIX B HEAOCTAaTOYHOW CTeneHn obecneymBaeT npo-
dunakTuky BCC. [Toatomy npw Hanm4m BO3MOXKHOCTU Crle-
OyeT MMMNaHTUPOBATh KapamoBepTep—aehudpuiisaTop
[28].

MwnokapauTbl

Mo naHHbIM HekoTopbIx aBTopOoB, OT 20 o 40% cny-
4aes BCC B Mo1o4oM BO3pacTe npencraBfieHbl MMoKap-
anTtoM. CamMas Yactas Npu4MHa MUOKapanUTa — nopaxe-
HVe BrpycoM Kokcaku rpynnel B [5]. [py 3TOM BO3MOXK-
HO BOBJIEYEHME KaK MPOBOAALLEN CUCTEMbI CEpALA, TaK U
HenocpencTBeHHo Mrokapaa. Ha KT BeiasnsaoTca oud-
y3HOE CHIKeHe BorbTaxka 3yDLIoB, 13MeHeHMs ST-T, 6ro-
Kada MpOBedEeHUS UMW XEeNya04KOBble 3KCTPACUCTONMbI.
MoaTBepanTb AnarHo3 nossonsoT IXO-KI 1 broncus
Mmokappa. bonee TO4HbIMU HEMHBA3MBHbLIMW MeTOAAMM
OMarHOCTUKM ABNAIOTCA peakLia TOPMOXEHWA MUMpaLmn
IMMGOLUTOB C CepAedHbIM aHTUFeHOM U Panon30TON-
HOe 1ccefoBaHMe C MeYeHbIMU aHTUTENAMM K MUO3UHY
(4yBCTBUTENBHOCTL KOTOPOTO COCTaBnAeT 85-100%). B oc-

HOBe MPOMUNAKTVKN NEXUT NleveHre 0CHOBHOMO 3a00-
neBaHus.

AHOMannm KOPOHapPHbIX apTeEPUN

AHOManbHOe OTXOXOEHME KOPOHAPHbIX apTepum Bbl-
ssnsetcsy 0,3-1,2% OonbHbIX, y KOTOPbIX Oblfa BbINOS-
HeHa KopoHaporpadus. Hanbonee y4acto BCTpedvaeTcs
aHOMasIbHOE OTXOX[€eHWe ormbaloLLet BETBYM 13 MPaBoro
KOPOHapPHOIo CMHYCa, YTO He BIMAET Ha NMPOrHO3 XU3HW,
KpOMe TOro — 3KTOMMYeCcKoe OTXOXAEHME MPaBOW MUV ne-
BOW KOPOHAPHOW apTepum, COOTBETCTBEHHO, OT JIEBOIO UM
npaBoro cMHyca Banocanbsbl. BO3HNKHOBEHVE B MOJIOAOM
BO3pacTe CTEHOKAPAMU HanpsXXeHNs, n3MeHeHnn Ha DK,
0bMOopoKa BO BpeMs (hU3NHECKOW HArpy3KM U Kenyaoy-
KOBOW TaxmKapamm Ciy>aT nokasaHnem aas xmpyprmye-
CKOW peBackynapusaumm (puc. 5).

PRl b F
PI222229P

Puc. 5. 3Haunmoe HapyLleHune nepdysnm go 50%
B 06nactu 6a3anbHbIX HUXKHUX Y NeperopoaoyHbIX
cermeHTOB JIXK npu npoBegeHUN cuMHTUrpadmn
MunoKapga rnpw Harpyske y nauueHTa C BpOXaeH-
HOW aHOManumew pa3BUTUS KOPOHAPHbIX apTepuin
— BbIPaXXeHHOM rmnonnasmemn npaBou
KOpoHapHown apTepuu (no gaHHbim KAT)

[noX0oM NPOrHO3 PErnCTPUPYETCS Y TeX DObHBIX, Y KO-
TOPbIX KOPOHaPHas apTepus Mony4aeT BeHO3HYI0 KpoBb (113
HEeKOPOHaPHOrO CMHYCa BanbcanbBbl, NEroYHOM apTepni,
0CODEHHO OTXOX/EHVIE NTEBOW KOPOHAPHOW apTepum OT Jle-
FOYHOTO CTBOMA). BONMbLLMHCTBO NALLMEHTOB NOTMOAIOT B PaH-
Hem peTcre. narHo3 NoATBepXAAeTCs AaHHbIMKU DXO-
KT, MCKT kopoHapHbIX apTepuii 1 KOpoHapoaHr1orpadum
(KAT). JledeHne — xupyprudeckasi peBackynsapusaums
[29].

MVIOKap,,D,VIaJ'IbeIe MOCTUKUA

MuokapapanbHble MOCTVKM He OTHOCATCS K aHOManmsm
KOPOHaPHbIX apTepUi. TO NMY4HKM MblLLEYHbIX BOIOKOH, Me-
peKpbIBaloLLe B MePUOL CUCTOSbI KOPOHAPHbIE apTepum
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B Pa3nUYHbIX y4aCTKax, YTO MOXHO YBWAETh NPW aHMO-
rpacuu. B 6onbIMHCTBE CllyHaeB 3T0 BETBM JIEBOW KOPO-
HapHOW apTepu: AMaroHanbHble BETBW NepeaHen H1c-
XOLSLLEV apTePU, BETBU TYNOro kpas orvbatoLLen apTe-
pun. MunokapamanbHble MOCTUKU peKo ObIBalOT 3Ha4N-
MbIMW, MOCKOSbKY KOPOHAPHBIM KPOBOTOK OCYLLLECTBISIET-
Csi B OCHOBHOM B Ainactony. MuokapamasnbHble MOCTVKM Bbl-
ABNAIOTCA BO BpeMs KopoHapoaHrmorpapumy 0,5-4,5%
OonbHbIX, @y yMepLUMX Nocsie NaToMopdonorn4eckoro nc-
cnepoBaHua — y 15-85%. lMNosaBneHne cMMNTOMOB CTe-
HOKapOMW 1 /Niv ULLEMN MUOKaPLA Ha Harpy3Kke Cry>XKuT
nokasaHvem ona tepanun BAB. HuTpatel MoryT yxyn-
LLaTb NPOSABMEHUSA NLEMUN MUOKapAa. Hann4ine cteHo-
Kapamn, pedpakTepHON K NIeKapCTBEHHOW Tepanuu, a
Tem Bornee XM3HeOoNaCHbIX XXeNyAoHKOBbIX HAPYLLEHMIA pUT-
Ma (KT, X)), aBnsietcs nokasaHWeM Ans XMpyprisyecko-
ro BMeLlatenscrea [30].

Nopoku cepaua

YacToTa BHE3anHoOM cMepTu Y BOJbHbIX C NEePBUYHON
(ngnonaTtmnyeckomn) NerovyHom rmnepTeH3nen MoxeT
noctmratb 40%. CMepTb MOXKET ObITb CMPOBOLIMPOBaHa 00-
LLier aHecTe3nen, 00e3BOXMBaHMEM, NepeHanpsXkeHnemMm,
bepeMeHHOCTbIO.

Cpenn OonbHbIX ¢ TeTpagon dPanno, nepeHeclinx
onepaLmio, pUck BHe3aMHOW CMepTM B BO3pacTe OT 3 MeC
0o 20 net coctaBnset 6%. PaHee cumTanocs, 410 A4ns npo-
prnakTMKm MoryT ncnonb3osatbcd BAB, amuogapoH 1 KL
[5]- OmHako B HacTtosiLee BpeMd OaHHbIX B MOJb3y Ha-
3HAYEHUS AHTUAPUTMUNYECKUX CPEeACTB AN CHUXeHUS
pucka BCC y aTon kateropuu 605bHbIX HeT [31].

MpUBAN3UTENBHO TaKOBA Xe YacToTa BHE3arnHom cMep-
TV NPV TPAHCNO3ULMM MarucTpanbHbIX COCyaoB. Haun-
Oonee Yactas NnpuYMHa — AUCDOYHKLMS CUHYCOBOTO Y3Na,
HapyLLEHUS NMPOBOAMMOCTM BMIOTb A0 MOMHOW aTpuo-
BEHTPUKYNipHOM Briokaapb.

Y nauyeHToB C cmHapomMom MapdaHa BHe3anHas
CMepTb MOXeT ObITb CBsi3aHa C PacCloeHMEeM aopThbl.
Yalue Bcero 310 npomcxoaut B Bospacte ot 30 o 40 ner.
MaumeHTbl Hepeako NPenbABAAOT Xanobbl Ha bonu B rpy-
On. narHoctndeckoe 3HaveHme NMEIOT YBTPa3BYKOBOE M1C-
cnefoBaHMe 1 a0epHO-MarHNUTHbIM pe3oHaHc. MNpu npo-
rPecCMpoOBaHMY MATONOTMMKN MOKA3aHO XUPYpPru4eckoe
BMeLLaTenbCTBo [5].

AopTanbHbI CTeHO3 (BPOXAEHHbIN, NpUobpeTeH-
HbI) OUTENbHO NpPoTeKkaeT HeCcCUMMNTOMHO, HO NosBe-
HMe CMITOoMOB (0OMOPOK, CTEHOKAPAMSA, OAbILLKA) YKa-
3bIBAET Ha puck pa3suTtmua BCC. MNoBbILEHHbIN €€ pruck
MMetoT BOJbHbIE C CMHKOMAJbHBIMK 3MN304aMM, Xeny-
[04KOBOV Taxmkapamen (B T.4. MHOYLMPOBAHHOM 3MeK-
TPUYECKON CTUMYTISILIAEN), HeadeKBaTHOM peakLMen Ha n-
314eckyto Harpysky (0GMOpPOK, rONIOBOKPYXEHME, TMOo-
TOHMSA, CTEHOKApAMS), a Takxke Npu OONbLLIOW CTeneHn cTe-

WA

Puc. 6. ﬂapOKcmamaanaﬂ XKenygodkoBas TaXxvkKapaunsa

HO3a. OCHOBHbIM BMeLLATENbCTBOM AJ18 MePBUYHOM MPOo-
punaktnky BCC npy aopTanbHOM CTeHO3e ABNSeTCs CBoe-
BPEMEHHOe Jle4eHne [AaHHOro NMopoka ceppua. M3 ne-
KapCTBEHHbIX CPeACTB A1 NepBUYHOW NPOMUNaKTNKM
NPUMEHSIOT aMMOaPOH. [1nsi BTOpUYHOM NPOMUNaKTUKNA
nokasaHa VK[ [32].

Mponanc mutpanbHoro knanaHa (MMK) penko npu-
BOZMT K BHE3aMnHoW cMepTu. MNporHoctnyeckn Hebnaro-
NPUATHBIMM (haKTOpaMK ABNAIOTCA: HaNMYMe B CeEMbe MNa-
LMEHTa CNy4aeB BHE3aMHom CMepTu, 0OMOpOoKM, NaTosno-
rmyeckre n3meHeHus Ha IKI B nokoe, yoiviHeEHUE UH-
Tepsana QT 1 >kenyno4koBas KCTPACUCTONA, SMN304bl XKe-
NYO04KOBOW Taxukapamm (puc. 6), Hanuumne yanmHeHHbIX
N MMKCEMATO3HO NepepoXAeHHbIX CTBOPOK MUTPaSIbHO-
ro knanaHa [13,33]. Cpen BHe3anHO yMepLUMX B MOMO-
nom Bo3pacte y 10% eanHCTBEHHOW NaTONOrVen cepaua
Obin Nponanc MUTPanbHOro knanaHa. Y OonblUMHCTBA
OorbHbIX MPOIANC MUTPANBHOIO KJlaraHa XapakTepuayeTcs
OnaronpusTHBIM Te4eHKeM. Ero Hanuume y4mTbIBaIoT TOMb-
KO B C/lyd4ae XMpypruyeckmx BMELLATeNIbCTB, COYeTalo-
LLIMXCS C BBICOKMM PUCKOM DaKTepreMUM 1 BEPOSTHOCTbIO
BO3HWKHOBEHWS MHMEKLIMOHHOMO SHO0KApAMTa; H4TO 00-
YCNaBNMBAET Ha3Ha4YeH1e aHTMOMOTIKOTepanuu. Mpwu Ha-
ANYMM cMMnToMOB (cepauebueqie, nepedbon B pabote
cepua, YyBCTBO HeXBaTKM BO3ayXa) 0ObIYHO Ha3Ha4aloT-
cst BAB. Mo 3aKJIIO4EHMIO IKCNEePTOB OHM MOTYT ObITb UC-
NONb30BaHbl ANA AAUTENBHOMO fedeHms BoMbHbIX C Mo-
BbILLEHHbBIM PUCKOM CMePTU. BombHbIM, KOTOpble NepeHec
peaHVMaLMIo 13-3a PUOPUNNALNN XENy04KOB U XKe-
NYyO04KOBOWV TaxMKapAumM, PeKOMEHIYETCS C Lefblo BTO-
puryHow npodunaktukm MK [18].

Naononatnyeckasa pmbpunnaumns
Xenyao4ykos

Kak cobctBeHHOe 3aboneBaHye, nomonaTieckas hmo-
PUNNAUMS XenyaoykoB Obina BblaeneHa B pesynbrate
aHanmsa JaHHbIX EBponenckoro perncrpa peaHmMmmpo-
BaHHbIX OOMbHbIX, NPV 0OCNefoBaHMM KOTOPbIX He BbINo
BbISIBNIEHO HMKAKOW KapAmanbHoW natonorum. ViHpopmaums
O HWMX HakaniMBanacb B TeYeHWe MPOLAOIIKUTENBHOMO
BpeMeHK. YacTota Takmx cydaeB coctaBuna 1% 13 obuero
YMCna peaHMMPOBaHHbIX. HabniogeHus 3a HUMK B Teve-
Hwve nocnenylolmx 5 net yctaHounu, 41o'y 30% M3 HKX
BO3HVKaeT peuname GrOpunnsaumMm Xxenynoykos. MNpea-
BapuTenbHble pe3ynsraTel npodunakTykm BCCy Takmx 6onb-
HbIX C MOMOLLIbIO 3-6NOKaTOPOB, aHTUAPUTMMKOB | Knac-
Ca He Janu NOMOXMTENbHbIX pe3ynsraToB. [103ToOMy Noka
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Arnonorns, hakTopbl pUcka n nPoUNaKkTMKa BHe3anHowm cepae Ho cmeptu

€AMHCTBEHHbIM 3(PEKTUBHBIM METOLOM TEPANUN y HUX AB-
naetcs VKA [34].

NoBepgeH4Yeckme pakTopbl,
yBennyumBatoLwme puck passnutums
BCC (ans Bcex BblleyKa3aHHbIX
KaTeropmu naumeHToB)
K oCcHOBHbIM (hakTopam purcka oTHOCATCA [5]:
* Pu3nYeckoe nepeHanpskeHe (NpoheccnoHanbHble
3aHATUS CMIOPTOM, CIy>K0a B BOOPY>KEHHbIX CUMax v ap.);
* ynotpebneHe ankorons 1 HapkoT1koB (0cobeHHO KO-
KaWH, T.K. BbI3bIBAaET Cra3M KOPOHAPHbIX apTepuin);
* HEeKOTOpble lekapCTBeHHble Npenapartb! (Hanprmep,
TPULMKIIMYECKME aHTULENPECCAHTLI MOTYT NMPUBOAUTb K
Ornokame nposeaeHNs);

Jlutepatypa

1. Shevchenko N.M., Grosu A.A. Cardiac arrhythmias. M: NPP «Kontimed>»; 1992. Russian (LLles4eHko
H.M., pocy A.A. Hapytwerus puma cepaua. M: HMM «KonTumeny; 1992).

.Bluzhas I., Stalioraitite E., Pangonite D., Kazlauskaite D. Out-of-hospital sudden coronary death: sep-
arate acute coronary syndrome or the mode of death due to ischemic (coronary) heart disease? Kar-
diologiia. 2003;43(7):41-8. Russian (bnyxac 1., Cranvioparttute E., Marronure [l., CranvopaiTi-
Te E. BHe3anHas BHeOONbHIYHas KOPOHAPHAs CMEPTb — OTAENbHBIN HE3aBICKMbIA KOPOHAPHBIN CUH-
[LPOM VNV BIAL CMEPTY OT ULLIEMUYECKOV (KopoHapHolt) Gonesti cepaua? Kapavonorva 2003; 7: 41-
48).

.KimS.G., Fogoros R.N., Furman S. et al. Standardized reporting of ICD patient outcome: the report of
a North American Society of Pacing and Electrophysiology Policy Conference, February 9-10, 1993.
Pacing Clin Electrophysiol 1993;16(7 Pt 1):1358-62.

4. Boitsov S.A., Yakushin S.S., Nikulina N.N. The topical issues of the terminology, classification, and sta-
tistics of acute forms of ischemic heart disease. Ter Arkh. 2010;82(9):5-13. Russian (boiuos CA.,
Akywmd C.C., HukynnHa H.H. AkTyansHble BONPOCH! TEPMUHONOTN, KNacCUUKaLMK 11 CTaTuCTYe-
CKOTO y4eTa OCTPbIX (DOPM MLeMU4eCKoil bonesnm cepaua. Tep apxve 2010;82(9):5-13).

5. Liberthson RR. Sudden death from cardiac causes in children and young adults. N Engl J Med
1996,334:1039-44.

6. Oganov R.G., Maslennikova G.Ya. Cardiovascular disease in the Russian Federation in the second half
of the century: trends and perspectives. Kardiologiia 2000; 4: 4-8. Russian (OraHos P.I., MacneHHu-
koBa ['f1. CepreyHo-cocyamcTbie 3abonesatus 8 Poccuickort Desiepaliii Bo BTOPOiA NONOBUHE CTo-
NeTVs: TeHAEHUMN, NepcnexTebl. Kapavonorus 2000; 4: 4-8).

7. Gafarov V.V, Gafarova A.V., Blaginina M.lu. WHO Program "Register of Acute Myocardial Infarction”:
25-year (1977-2001) epidemiological study of myocardial infarction in Russia. Kardiologiia.
2005;45(8):48-50. Russian (Tachapos B.B., fachaposa A B., Bnaruura M.I0. Mporpamma BO3 «pe-
FCTPa OCTPOTO H(MAPKTa MUOKapaa»: 25-NeTHee ANMAEMMONOrYeckoe UCCIenoBaHme MHMapKTa
Muokapaa B Poccum. Kapavonorug 2005; 8: 48-50).

8. Kapturskiy L.V. Sudden cardiac death (clinical morphology). M: Meditsina dlya vsekh; 2000. Russian
(Kanmypckwia I1.B. BHe3anHas cepaesHas cvepts (Knuundeckas Mopdonoris). M: MeauuwHa ang scex;
2000).

9. Sawinova V.D., Zhdanov V.S., Galakhov I.E. Evolution of atherosclerosis of the aorta and coronary ar-
teries in practically healthy men in Moscow for a 40-year period. Kardiologiia. 2005;45(6):14-8. Russ-
ian (CaBgiHoBa B.[., Xnatos B.C., fanaxos W.E. OcobeHHOCTI 3BOMOLMM aTepOCKIepO3a aopTbl 1
KOPOHapHbIX apTepuiA Y MPaKTUYECKM 30POBBIX MyX4iH MockBbl 3a 40-neTHui nepuog,. Kapavo-
norua 2005; 6: 14-18).

10. Adabag A S., Therneau T.M., Gersh B.J. et al. Sudden Death After Myocardial Infarction. JAMA 2008;

300(17): 2022-2029.

11. Antonova A.A., V'yuzhanina O.N., Sitnikova E.A. et al. An analysis of sudden coronary death in the
Voronezh region. Vestnik Voronezhskoy gosudarstvennoy meditsinskoy akademii im. N.N. Burdenko
2006; 1: 3-5. Russian (ArtoHoBa A.A., BotoxaHuHa O.H., CuTHukosa E.A. 11 ip. AHann3 BHe3anHom
KOPOHapHOI CMepTY B BOPOHEXCKoi 06nacT. BeCTHIK BOPOHEXCKOM FOCYAapCTBEHHOM MeAMLMHCKOM
akapemuv um. H.H. bypaetko 2006; 1: 3-5).

12. Miiller D., Agrawal R., Arntz H.R. How Sudden Is Sudden Cardiac Death? Circulation 2006;114:1146-
1150.

13. Belenkov Yu.N., Oganov R.G., editors. Clinical guidelines. Cardiology. Moscow: Geotar-media; 2007.
P.102-111. Russian (beneHkos t0.H., OraHos P, penakropsI. Knundeckie pekomeraaumm. Kap-
avonorws. M. feotap-meaua; 2007. C.102-111).

N

w

* aHopekcus Nnbo Bynrmua (0OyCcNoBIMBAIOT Bbipa-
KEHHbI AncOanaHc 3NeKTponmToB).

3aknoyeHue

OcHoBHbIMU MeToAaMU NpodrnakTkm BCC oomKHbI
OblTb CBOEBpPEMEHHOe BbisiBNIeHMEe 3aboneBaHu, Crno-
COOCTBYIOLIMX €€ pa3BUTUIO; CTPATUMMKALMS Cpeam 3TUX
NauUMeHTOB MPyNM BbICOKOrO pr1CKa, akTUBHOE HabnioaeHme
33 HUMW 1 Ha3HaYeHMe MegnKaMeHTO3HOM NPOpUNakTL-
KM 1 MMNNaHTauMM KapavosepTepoB-aedunbpunnsTo-
POB, COOTBETCTBEHHO, MO MOKa3aHWAM. Kak LoMnonHM-
TeNbHbIV, HO HE anbTePHATVBHbIN MyTb MOXET ObITb pac-
CMOTpPEHa YCTaHOBKA MOPTAaTUBHbIX aBTOHOMHBbIX Aehur0-
PUNAATOPOB B MecTax OOmnbLIOro CKOMMeHus niogen U
aKTVBHble 0Opa3oBaTeNbHble NPOrpammbI.

14. Naccarelli G.V., Dougherty A.H., Wolbrette D., Wiggins S. A critical appraisal of the cardiac arrhyth-
mia suppression trial (CAST). Appl Cardiopulm Pathophysiol 1991;4(1):9-16.

15. Cardiac Arrithmia Suppression Trial Il Investigators. Effect of the antiarrhythmic agent moricizine jn
survival afther myocardial infarction. N Eng J Med 1992; 327: 227-233.

16. Shulutko B.I., Makarenko S.V. Standards for diagnosis and treatment of internal diseases. St. Peters-
burg: ELBI-SPb; 2007. S.73-83. Russian (LLlynyTko b./1., Makapeko C.B. CTaHapTsl AMarHocTiikm
11 neyeHns BHyTpeHHux 6onesHein. CM6.: SM1BK-CM6; 2007. C.73-83).

17. Amiodarone Trials Meta-Analyssis Investigators. Effect of prophylactic amiodarone on mortality af-
ter acute myocardial infarction and in congestive heart failure: meta-analysis of individual data from
6500 patients in randomized trials. Lancet 1997; 350: 1417-1424.

18. Priori S.G., Aliot E., Blomstrom-Lundquist L. et al. Task force on sudden cardiac death of the European
Society of Cardiology. Eur Heart ) 2001; 22, 1374-1450.

19.Bardy G.H., Lee K.L., Mark D.B. et al. Sudden Cardiac Death in Heart Failure Trial (SCD-HeFT) Inves-
tigators. N Engl ) Med 2005;352(3):225-37.

20. Maron B.J. Hypertrophic cardiomyopathy. Lancet 1997; 350: 127-33.

21. Elliott PM. Poloniecki J., Dickie S. at al. Sudden death in hypertrophic cardiomyopathy: identification
of high risk patients. J Am Coll Cardiol 2000; 36: 2212-8.

22. Zipps D.P., Wellens H.J. Sudden cardiac death. Circulation 1998; 98: 2334-2351.

23. Bhargava M., Schweikert R.A. Sudden cardiac death. In Griffin BP, Topol EJ, ed. Manual of cardiovascular
medicine. 2th ed. Philadelphia: Lippincott Williams & Wilkins; 2004.

24. MaronB.J., ShiraniJ., Poliac L.C. et al. Sudden Deathin Young Competitive Athletes. JAMA 1996; 276(3):
199-204.

25. Schwartz PJ., Priori S.G., Napolitano C. The long QT Syndrome. Cardiac electrophysiology. From Cell
to Bedside. Philadelphia: W.B. Saunders Co; 2000. P. 597-615.

26. Dorostkar P.C., Eldar M., Bellhassen B., Scheinman M.M. Long-term follow-up of patients with long—
QT syndrome treated with beta-blockers and continuous pacing. Circulation 1999; 100: 2431-6.

27. Brugada J., Brugada R., Brugada P Right bundle~branch block and ST-segment elevation in leads V1
through V3: a marker for sudden death in patients without demenstrable structural heart disease. Cir-
culation 1998 ; 97 : 457-60.

28. DePaola A.A., Horowitz L.N., Margues FB. et al. Control of multiform ventricular tachycardia by propranolol
in a child with no identifiable cardiac disease and sudden death. Am Heart J 1990; 119: 1429-32.

29. Yamanaka O., Hobs R.E. Coronary artery anomalies in 126,595 patients undergoing coronary arte-
riography. Catheter Cardiovasc Diagn 1990; 21: 28-40.

30. Bhatt D.L., Heupler FA. Jr. Coronary angiography. In Topol EJ, ed. Textbook of cardiovascular medi-
cine. Philadelphia: Lippincott — Raven Publishers; 2002. P. 1635-1650.

31. EHllis K., Moore J.D., Moodie D.S. Tetralogy of Fallot. In Griffin BP, Topol £J, ed. Manual of cardiovas-
cular medicine. 2th ed. Philadelphia: Lippincott Williams & Wilkins; 2004. P. 647-651.

32.0tto C.M., Burwash .G., Legget M.E. et al. Prospective study of asymptomatic valvular aortic steno-
sis. Clinical, echocardiographic, and exercise predictors of outcome. Circulation 1997; 95: 2762-70.

33. Freed LA. Levy D, Levine R.A. et al. Prevalence and clinical outcome of mitral-valve prolapse. N Engl
JMed 1999 341: 1-7.

34, Priori S.G., Grotti L. Idiopathic ventricular fibrillation. Cardiac Electrophysiology Rev 1999;3:
198-201.

Moctynuna 06.04.2010
MpwHsTa B nevatb 28.08.2010

PauynoHansHas ®apmakotepanus B Kapgnonorun 2011,7(2)

211



