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BHE3AIIHAA CEPAEYHAA CMEPTb:
MEXAHW3MbI BOSHUKHOBEHUA N CTPATU®PUKAIINA PUCKA

0. JI. boxepus, A. A. Axobexos*

®rbY «HayuHblii UEHTP cepaevyHo-cocyaucTol xmpyprum nm. A. H. BakyneBa» (aupektop — akagemuk PAH
v PAMH J1. A. Bokepwus) PAMH, Mocksa

Bresanmnas cepoeunas cmepmv (BCC) — smo nenacusvcmeennas, 00ycioeieHHas 3a001e6anusmu cepoya
cMepmb, MaHUpecmupyuwas 6He3anHoil nomepell CO3HAHUS 8 MeyeHue 00H020 4aca Om MOMeHma nosene-
Hus ocmpuix cumnmomos. Ilpu smom npeduwecmsyouee 3a6o0ae6anue cepoya modicem Obimb U3EECHHO UAU
Heu36ecmHo, HO CMepb 6ce20a HeoNCUOAHHA.

Yepeonennvie snudemuonoeuueckue noxkazameau 6 CIIA ceudemenvcmeyrom o mom, umo doas BCC &
cmpykmype o6uieli cmepmuocmu cocmasagem okono 13%, a 6 cmepmuocmu om 6oae3Heil cucmemsl Kpogo-
obpawerus — oxono 40%.

Pacuemnsvie dannvle, cocmasaenHoie ¢ yuemom KoIhpuyuenmos, noay4eHHulX 6 Xxo0e Inudemuosocuiec-
Kux uccaedoganuii 6 CIIIA u cmpanax Eeponvi, ceudemenbcmayom o wiupoKkom ouanasone 603MONCHOL
yacmomot BCC 6 Poccuu 6 200 — om 141 do 460 moic. uenosek. Oonaxo bonee pearvHbimu npeocmass-
tomces 3navenus 200—250 moic. uenosek 6 200. Brnezannas cepdeunas cmepms Hocum npeumyuiecmeeH-
HO apummocennblll xapakmep. Mexanusmamu, nexcawumu é ochose paseumus BCC, ¢ nodasasouwem
OoabuuHCmEe CAYHaes A8ASMCS PUOPUANAUUSL HCeAYOOUKO08 U HCeAYOOUK08AS MAXUKApous, 4mo co-
cmagagem okon0 90% om 00weeo uucaa cyuecmayrouux Mexanusmos. B ocnose 6o3HukHoseHus uo-
DUARAYUU ICeNyO0UKO8 AeACaAm MHONCECMBEHHble 04a2U PUEHMPU 8 MUOKApde ¢ HOCMOSHHO MEHAIOUU-
mucs nymsamu. Imo 00yca064eHo HeOOHOPOOHOCHbIO INEKMPOPUIUOL02UMECK020 COCIOSHUSL MUOKapIa,
K020a e20 omadenvHble yuacmku 00HO8PEMEHHO HaAX00SIMCS 8 PA3HBIX BPEMEHHbIX Nepuodax de- u penois-
pusayuu.

Huorce npedcmasaenvt Hozon02uueckue Gopmol, UCX000M Komopwvix yauie éceeo seasemcs BCC:

1. Hwemuueckas 6one3ub cepoya.

2. Tunepmpogpuueckas kapouomuonamus.

3. Aunamayuonnas kapouomuonamus.

4. ApummocenHas Oucnaasus npagoeo HeeayodouKd.

5. Bpoorcdennwiii cundpom yoaunennoeo unmepeanra Q—T.

Yuumuwieas, umo cpeonuii puck BCC cocmasasem 1 na 1000, noucku s¢hpekmugnuvix cmpameeuii 0as
MouHOU cmpamugukayuu pucka npuodbpemarom pewlarujee 3Havenue. 3a NocaeoHue 200bl MHEHUS
Kapouo.a10208 0MHOCUMENbHO PaKmopo8 pucka u 803modcHbix nymelti npedomepaujenus BCC npemep-
neau 3HauumenvHvle usmenenus. Camovim s¢pgpexmusnvim memodom npoguarakmuxu BCC seasemcs
umnaaumayus Kapouogsepmepa-oegpudpuinasmopa (HUKI). Odnaxo y muoeux nauuenmos HKI]
He cpabamuviearom. B mo dce epemsa 6oavuiuncmeo gamanvhvix apummuii Habarwdaemces y nayueH-
M08, panee He UMEBUIUX NPUSHAKO8 3a004€8aHUsL cepOua U He BKAIOUEHHBIX 6 2PYANY 8bICOK020 PUCKA
BCC. Cywecmeyrnuue Ha cec00HAWHUL OeHb mecmbl U NPU3HAKU He CNOCOOHbI MO4YHO npedcKa3ams
puck BCC.

B cés3u ¢ amum oepomHoe 3HaveHue npuobpemaem KOMHACKCHOE U3yHeHUue Kpumepuee 045 COCMAGACHUS.
cmpamugurauuu pucka BCC. K Hum omuocames: Hu3kas gpakyus evlopoca, SKMonuveckas iceay0ouKo-
6451 AKMUBHOCMY, 8APUAGEALHOCMYb PUMMA CepOUd, INU300 CepOetHO20 apecma 6 aHamHese, nepeHeceHtblil
6 NPOULLOM UHPAPKM MUOKAPOA, CUHKONAAbHbLE COCMOSHUS 8 AHAMHE3e.

Knwuesvie crosa: enesannas cepdeunas cmepms, UMHAGHMUPYeMble Kapouogepmepbl-0eqhuopuiiimo-
pbl, cmpamugukayus pucka.

* Anpec s riepenucku: e-mail: alber-t7@mail.ru
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Sudden cardiac death (SCD) is natural death from cardiac causes heralded by abrupt loss of consciousness
within one hour of the onset of acute symptoms. Previous cardiac ailments can or cannot be known but death
is invariably unexpected.

Averaged epidemiological data in the USA suggests that SCD causes about 13% of the overall mortality and
circulatory system diseases account for about 40%.

Design data collected according to the coefficients obtained in the course of epidemiological research in the
USA and Europe indicates a wide range of a possible frequency of SCD in Russia annually — from 141 thou-
sand to 460 thousand. 200 or 250 thousand a year seems more plausible. SCD is predominantly arrhythmo-
genic. The mechanisms underlying SCD are commonly ventricular fibrillation and ventricular tachycardia
which is 90% of the overall existing mechanisms. Multiple re-entry circuits in a sheet of myocardium under-
lie ventricular fibrillation in ever-changing ways. This is caused by a heterogeneous electrophysiological
state of the myocardium when some of its parts are simultaneously in different time periods of de- and repo-
larization.

Below are nosological forms that commonly result in SCD:

1. Ischaemic heart disease.

2. Hypertrophic cardiomyopathy.

3. Dilated cardiomyopathy.

4. Arrhythmogenic right ventricular dysplasia.

5. Inherited long QT syndrome.

Considering the fact that an average SDC risk is 1 to 1000, a search for efficient strategies for precise risk
stratification gains significance. There have been dramatic changes in the way cardiologists view risk factors
and possible ways of preventing SCD. The most effective way of preventing SCD is implantable cardioverter-
defibrillator (ICD). However, ICD fails in many patients. At the same time most fatal arrhythmias are in
patients who have no history of heart disease and are not at the high risk of SCD. Existing tests and symptoms
are not capable of predicting SCD risks.

Therefore a complex study of the SCD risk stratification criteria becomes crucial. These are a low ejection
fraction, ventricular ectopic activity, heart rhythm variability, cardiac arrest episode in a family history,

previously suffered myocardial infarction, syncopal conditions in the family history.
Key words: sudden cardiac death, implantable cardioverter-defibrillators, risk stratification.

BHe3aHHa51 cepaeuHast cMepth (BCC) — 310 He-
HacWJIbCTBEHHasl, OOyCJOBJeHHas1 3abosieBa-
HUSIMU CepIlia CMePTh, MaHU(EeCTUPOBABIIIas BHE3ATI-
HOI moTepeli cCoO3HAHUs B Ipeaenax OJHOro yaca OT
MOMCHTA TIOSIBIICHUSI OCTPBIX CHUMIITOMOB, TIPA 3TOM
MpealIecTByollee 3a00JeBaHNe cepalia MOXET ObITh
M3BECTHO MJIM HEM3BECTHO, HO CMEPTh BCETIa HEOXKM-
nmanHa [37, 47].

B CIIIA exxeronHo OT BHe3amHOM cepAeyHO cMep-
™1 ymupaiot okoiyio 400 ThIC. YeJIOBEK, YTO COCTaBJIsI-
er 0,1-0,2% ot umncia Bcex XKuTeseid. YcpeaHeHHbIE
snmaeMuonorndeckne nokxasarean B CHIA cBume-
TEJbCTBYIOT O TOM, uTO A0Jisi BCC B cTpyKTYype 00111ei
CMEPTHOCTH COCTaBJIsIeT OKoJIO 13%, a B CMEpPTHOCTU
oT OoJie3Heil CUCTeMbl KpOBOOOpAIeHUS — OKOJIO
40% (4, 32]. Boiaensior 3 Bo3pactHbix Tua BCC: cpe-
I HOBOPOXIEHHBIX, CPeAW JUI[ MOJOIOTO BO3-
pacta u y B3pocibix B Bo3pacte 45—75 yer (Burch
U cOaBT., 1965). Cpeau HOBOPOXIACHHBIX YACTOTA BHE-
3aITHON CEepIeYHOW CMEpPTU COCTaBISIET OKOJIO
0,1-0,3%. B Bospacte ot 14 ner go 21 roma no 30%
CJlyyaeB BHE3aITHOW CMepTH OOYCJIOBJIEHBI 3a00jeBa-
HUSMU Cepala, a B CpeIHEeM U TTOXUIOM BO3pacTe —
88%. Nmerorcs v nmojioBbie pasanuus B yactore BCC.
Tak, B MoJlogoM U cpeaHeM Bo3pacte y MyxkunH BCC
BCTpevaeTcs B 4 pasa yalle, YeM Y XKeHIIrH. B Bo3pa-
cre 45—64 net y myxxuun BCC perucrpupyercs B 7 pas
yalie 1Mo CpaBHEHUIO C XEHIIUHAMU, U TOJbKO B BO3-
pacTHO# Tpymre 65—74 rona ee yacToTa y My>KYWH U
JKEHILMH BbIpaxaeTcsl cooTHoueHueM 2:1. Takum o00-
pazom, yactota BCC Bo3pacTaeT 1o Mepe yBeJIu4YeHUs

BO3pacTa 1 00Jjiee BBICOKAs Y MYKIMH IT0 CPaBHEHUIO C
KEHITMHAMH.

PacuerHbIc maHHBIE, COCTABIEHHBIC C YICTOM KO-
9(bGUIIMEHTOB, MOJYYEHHbBIX B XOA€ 3MUIAEMUOJIOTHU -
yeckux uccinegosannii B CIIIA u EBporre, cBuaeTeb-
CTBYIOT O IIMPOKOM AMana3oHe BO3MOXHOI 4acTOThI
BCC B Poccun — or 200 go 460 ThIC. 4eJIOBEK B TOL.
OpHako 0osiee peallbHBIMU TPEACTABISIIOTCS 3Haue-
Hust 200—250 Teic. yenaoBek B rof [3].

BHeszamHas cepaeyHasi cMepTb HOCHUT IIPEUMY-
IIECTBEHHO apUTMOTCHHBIN XapakTep. MexaHu3Ma-
MU, JexXalmuMiu B ocHoBe pa3putus BCC, B monas-
nsomeM GonbinvHcTBe (90%) ciydyaeB SIBISIIOTCS
dubpmsaus xemxymoukoB (PXK) u remognmHaMm-
YyecKU 3Hauumas keiaynoukoBas taxukapaus (KT)
[4, 32, 36].

DOUOPUIUIAIS KeIyT0YKOB — 3TO XaOTUYHOE, He-
KOOPIWHUPOBAHHOE M B IeJIOM Hed((hEeKTUBHOE CO-
KpallleHUEe OTHEJbHBIX TPYI MBIIIEYHBIX BOJOKOH
KeyA04YKOB ¢ yactoToit 6osnee 300 pa3 B muHyty. [Ipu
9TOM XEJyIOUYKM HE CIOCOOHBI K CMHXPOHHOMY CO-
KpallleH!Io U HacocHasi (PyHKIIMS cep/lia TpeKpaia-
ercsa. KimHMYecKuM SKBUBAJIEHTOM (UOPUIIISLINN
JKEJTYIOUKOB SIBJISIETCS JKEJIyIOYKOBasT TaxXWKapaus C
NOoTepel CO3HAHUS.

OuOPMIITSAINAIO KeJIYIOYKOB BIIEpBBIC OIMMCAT B
1842 r. J. Erichsen mociie nmepexxaTust KOpOHapHOIi ap-
Tepuu y cobaku B akcnepumeHTe. B 1850 1. ee akcne-
PUMEHTAIFHO TIOJIYYWJIA TIPU TTOMOIIMN «hbapagmdec-
Koro Toka». B 1887 . J. McWilliam noka3za, yto ®2XK
COITPOBOXXOACTCSI YTHETCHHEM CITOCOOHOCTU JIEBOTO



OB30PbI 7

JKeJTyIOoUYKa BBHITIOTHATh HACOCHYIO DyHKIMI0. CunTa-
etcs, uyro nepsyto DKI pu @K y yenoseka onyoim-
koBan B 1912 . A. Hoffmann.

XKenynoukoByio Taxukapauio omucan B 1862
P. Panum, moyiydnBIINii ee B 9KCIIEPUMEHTE TIPH T10-
MOIIY MHBEKIINHU Macjia B CUCTEMY KOPOHAPHBIX apTe-
puii, a B 1921 . G. Robinson u G. Herrmann BriepBbie
OITyOJIMKOBAJIN 3JIEKTPOKAPINOTPaUIeCcKyIO perucT-
pauuio KT y 6o1pHOr0, epeHeciiero nHhapkT MUO-
Kapnaa [1].

B ocHOBe BO3HMKHOBEHUSI (DUOPUIUISALIAM KETy-
JTOYKOB JIexKaT MHOKECTBEHHBIC OYarW PUCHTPU B MUO-
Kaplie C TOCTOSIHHO MEHSIOIIUMUCSI TYTSIMH. DTO
00YCJIOBJIEHO HEOIHOPOJHOCTBIO 3JIeKTPO(PU3UOJIO-
TUYECKOTO COCTOSTHUSI MMOKapa, KOrma €ro OTaelb-
HBbIE€ YYaCTKM OJHOBPEMEHHO HaXOISTCI B pa3HBIX
BPEMEHHBIX TIEPUOIAX JIe- ¥ PETIOISIPU3alliMN.

Huxe mpeacrtaBiieHbl HO30J0TMYeCKUe (HOpPMBI,
YaCcTBHIM MCXOIOM KOTOPHIX stBisieTcss BCC.

Huwemuueckasn 6oae3ub cepoya (UBC). Tlonasisiio-
mee OonbMHCTBO ciaydyaeB BCC accouuupoBaHoO ¢
HUBC (80—85%), npuyem GoJiee MOJOBUHBI M3 HUX
CBSI3aHO C OCTPBIM HapylIeHNEM KOPOHAPHOTO KPOBO-
obOpaiieHus [46]. AGCOJIOTHOE KOJMYECTBO CIIydyaeB
BCC, xak u UBC, 6osblie y My>KUMH 1 YBEJIUUNBACT-
cs ¢ Bo3pacToM, oaHako nojsg BCC B cTpykType 00-
el CMEepTHOCTM MaKCUMMallbHa y JIMII B BO3pacTe
35—44 ner [13, 37, 47]. I[1pn maTo10roaHaTOMU4YECKOM
MCCJIeIOBAHUY YacTOTa OOHAPYKEHMST CBEXKEro KOpPO-
HapHOro TpoM003a kKojedercs ot 50 1o 75%. Paspuis
aTepPOCKJICPOTUYECKON OJISIIKU, BBI3BABIIMN 0OOCT-
PYKIIMIO cocyna, 00OHapYKMBaeTCs y psima OOJIbHBIX 0e3
TpoM6bo3a. Takum ob6pa3oM, y OOJBIIMHCTBA OOJBbHBIX
¢ MbC umeHHO ocTpast oOCTPYKIIMSI TTPOCBETa KOPO-
HapHOI0 cocyaa SIBJISIETCS ITYCKOBBIM MOMEHTOM
BCC. B apyrux cinyvyasx BCC moxeT ObITh pe3yjibra-
TOM (YHKIIMOHAIBHON 3JeKTPODU3UOJIOTUIECKON
HEeCTaOWILHOCTH, KOTOpast MOXKET BO3HHMKATb B OCT-
poii ha3e 1 CylIecTBOBaTh HA MPOTSKCHUU IJTATEIb-
HOTo BpeMeHU Tocjie nHdapkTa muokapnaa. [Tpubam-
3uTes1bHO 60% OOJIbHBIX, YMEPLINX OT UH(APKTa MUO-
Kapaa, rnmorubanau A0 MOCTYIIeHUsT B craiimoHap. Ilo
JINTEPATypHBIM AaHHBIM, y 25% GoabHbix MBC BHe-
3aIiHasl cepeyHas CMepTh BBICTYIIaeT B KauecTBe Iep-
BOro mposiBieHus1 atoro 3adoneBanusi. Puck BCC y
MalMEeHTOB MOoCJIe MepeHeCEeHHOTo MH(apKTa MUOKap-
J1a TIOBBIIIAETCS MPY HATMINU HU3KOU (PpaKIIU BbI-
Opoca JIEBOTO KeIymodyKa M KM3HEYIPOXKAIOIIMX Ke-
JIyIOYKOBBIX apuTMuii, BKirodarommx 2KT 1 @2K. Me-
xaHn3MoM, siexxamuM B ocHoBe KT u @K y 60abHBIX
C OCTpPHIM HMH(pApPKTOM MHOKapnaa, SBJISETCS MeXa-
HU3M PHUCHTPW W/WUIKA TOBBIIICHHBIA aBTOMATH3M
KapIMOMHOILIMTOB. BaxkHO OTMETUTBH, YTO MEXaHU3M
PUEHTPU UTpaeT TOMUHUPYIOIIYIO POJIb B TeHE3¢ paH-
HUX apUTMUIA, a TOBBIIICHHBI aBTOMATU3M SIBJISIET-
Cs TJIABHBIM 3THUOJOTMYECKMM (haKTOpOM B Oolree

Mo3aHue Cpoku MHpapkTa Muokapaa [48]. Boamox-
HocTb pa3BuTust DK u Npyrux HapylmeHuit purma, 3a-
BUCSIIMX OT MeXaHU3Ma PUEHTPU, TTOC]Ie BOZHUKHO-
BEHUS UIIEMUN MUOKapa OMPeaeIsieTCs] HECKOIbKH -
MU akTopamu. Tak, JoKaJbHOE HAKOIJIEHUE MOHOB
BOIOPOA, TTOBBIIIICHUE COOTHOIIICHNS BHE- 1 BHYTPH-
KJIETOYHOTO KaJlusl, perMoHapHasi aapeHepruyeckas
CTUMYJISIIIUS COBUTAIOT JUACTOIMYECKIEC TPAHCMEMO-
paHHbIE TTOTEHIIMAIbl K HYJIO M CIIOCOOHBI BHI3BaTh
paHHUE TOCTIEIOSIPU3ALINU, COTIPOBOXKIAIOIINECS
BO3HMKHOBEHMEM >KU3HEYTPOXKAIOIIUX XKEIyI0UKO-
BBIX apUTMMi1. JIpyruM MeXaHU3MOM, YUYaCTBYIOIINM B
MoAiep>KaHUY PUSHTPY B paHHME CPOKU TOCIIC UIIIe-
MWHU, SBJISIETCST (DOKAIbHOE TTOBTOPSIIONIeeCs] BO30YK-
neHre. AHOKCHS MPUBOAUT K YKOPOUYCHUIO ITPOIOI-
SKUTEIBHOCTH TTOTeHIIMANa IeCcTBUS. B cooTBeTCTBUM
C 3THUM BO BpeMsI 3JICKTPUIECKOI CUCTOJIBI PETIOISIPH -
3alMs KJIETOK, HaXOISIIUXCS B 30HE UILIEMUM, MOXKET
HACTYIIUTh paHBIIE, YeM KJIETOK IIpMJICIKaIlleid WH-
TaKTHOM TKaHU. Bo3HuKalolee pasanuue Mexay npe-
00J1a1AI0IMMHU TPAHCMEMOPAHHBIMU TTOTEHIIMAJIAMU
CTAaHOBUTCSI NMPUYMHOM HECTOMKOU HENOJsIpu3aliuu
COCEITHUX KJIETOK U CITOCOOCTBYET TOSIBICHUIO Hapy-
LIEHUI pUTMa, 3aBUCIIINX OT MEXaHM3Ma PUEHTPU.
YV G0BHBIX ¢ TSDKEIOU MIeMueir Mruokapaa mpoaosi-
KUTEJBHOCTD YSI3BUMOTO TePHOIa, COOTBETCTBYIOIIE-
IO OTHOCHUTEJIbHOM pepakKTepHOCTH, a UMEHHO HUC-
XOISIIeMy KOJIeHy 3yora 7, yBelIn4eHa, a MHTEHCUB-
HOCTb CTMMYJIa, HeoOXoauMmasl 1Jisi BO3HUKHOBEHUSI
KT nmm @K, cHmkeHa.

AcucTtonus 1 rinyookast Opagukapaust OTHOCSTCS K
MeHee YaCTBIM 3JIeKTPO(PU3NOTOTTICCKIM MEXaHU3-
Mawm, jexaiuM B ocHoBe BCC, BbI3BaHHOI KOpOHap-
HBIM aTepocKyiepo30oM. OHU MOTYT OBbITh TPOSIBICHUS -
MU IIOJTHOU OKKJIIO3MU ITPpaBOMi KOPOHAPHOUN apTEpUM.
AcucTonus v OpanuKapausl 9acTo SIBJISTIOTCS Pe3yiib-
TaTOM CHHYC-apecTa, MpeAcepaAHO-XKeIyI0UYKOBOM
0J10KaJbl U HECMTOCOOHOCTU MeCMeNKEePOB BTOPOro U
TPEThEro MopsaKa (PYHKIIMOHNPOBATh 3(DHEKTUBHO.

Tunepmpochuuecxkas xapouomuonamus (F'KMII) —
3a00JIeBaHIE C XapaKTePHBIM KOMIUIEKCOM CITeInpu-
yecKuX MOop(odYHKIIMOHATBHBIX U3MEHEHUN U TU-
nieptpodueit Muokapaa (6omnee 15 MM) jieBoro u (Win)
MPaBoOro Xeiaymouyka (B peakux ciaydasx). [umeptpo-
U 9acTo HOCUT aCUMMETPUYHBIA XapaKTep 3a CUeT
VTOJILLIEHUST MEXKETyI0uKoBo# rieperopoaku (M2KIT)
C pa3BUTHEM OOCTPYKIIMHW BBIBOJHOTO OT/EJIa JIEBOTO
KeJTyoouyKa TpPU YCJIOBMU OTCYTCTBMUSI U3BECTHBIX
MpUYUH (apTepuabHON TUIIEPTEH3UU, TTOPOKOB M
cnennryecKnx 3a00aeBaHMii cepana). 3aboeBaHue
XapaKTepU3yeTcsl IMPOTPECCUPYIOIIUM TeYeHUEM C
BBICOKMM PHICKOM Pa3BUTHS XKU3HEYTPOXKAFOIINX JKEITy-
noukoBbIX aputMuit 1 BCC [26—28]. [laHHBIE O JIeTallb-
Hoctu ripy ['KMII 3HaunTeIbHO BApEUPYIOT: B CIIeLIa-
JIMBUPOBAHHBIX LIEHTpaxX, M3yyarmolluX KapAuOMHO-
MaTUM, OHa cocTaBisieT 3—6%; B OOIIEH TMOMyJISIIK
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uudpa 6osee Hu3Kas — 0,2% [45]. YacToit mpuanHoOii
cmeptu nipu 'KMIIT y nuw nrob6oro Bo3pacra, y npo-
(eccuoHanbHbIX criopTrcMeHoB sBiisieTcs BCC, a cie-
JIOBATEIbHO, 1 XKM3HEOTIACHBIC HAPYIICHUSI CepACUHO-
ro pyuT™MA.

TunepTtpoduyeckas KapAMOMUOTIATUSI — KITMHUYE-
CKHU reTeporeHHas rpymnma 0ojie3Heid, HacaeayeMbIX B
ITOJIOBUHE CITYYaeB IO ayTOCOMHO-TOMMHAHTHOMY TH -
ny. I3BeCTHO, 4TO ¢ IUIOXMM IPOIHO30M M BBICOKOM
yactotoil BCC npu 'KMII accoununpoBaHbl onpese-
JneHHble myTtanuu: 3aMmeHbl Argd03Glin, Argd53Cys,
Arg719Trp, Arg719GIn, Arg249GIn B TeHe TsLKeIOi
uenu f-muo3uHa, InsG791 — B reHe MUO3UH-CBSI3bI-
Batouiero 6enka C u Aspl75Asn B reHe o-TPOTIOMUO-
3uHa. B cayyae myrauuii B reHe TporioHnuHa T oTmeua-
0T YMEPEHHYI0 TunepTpoduio MUoOKapaa, OIHAKO
MIPOTHO3 3a00JIeBaHMSI OCTACTCS HEOIArOIPUSITHBIM,
TOCKOJIbKY BBICOK PMCK pa3BUTHUsI BHE3alTHOW ocTa-
HOBKU cepana. MHOTHe TeHeTUIeCKIe aHOMAJIMU MO-
I'YT TPOSIBASATBHCS JOOPOKAUYECTBEHHBIM TEUEHUEM U
uMeroT ojaronpusaTHbl nporHos. [Ipu 'KMIT BHe-
3alHasl cepleyHasi CMEpTh 4Yallle BCEro HacTyIaeT y
JIUL] MOJIOIOTO BO3pacTa BO BpeMsl UHTEHCUBHOU (bu-
3u4ecKoil Harpy3ku. C BO3pacToOM ee pUCK CHIXKAETCS.
CornacHO MEXAYHapOIHOMY KOHCEHCYCY IO THIIep-
Tpoduueckoii kKapauomuonatuum 2003 T. BBIOEISIOT
OoJiblIMe U MaJible (haKTOPbl pUCKa BHE3AITHON CMEPTU
npu 'KMII. K Gonbiium ¢aktopam pucka OTHOCST
OCTaHOBKY cepilla B aHaMHe3€, CTOMKYIO XKeJTyI0uKO-
BYI0O TaXWKapAuWio, ClIydyan BHE3aIMHOW cepaeyHOi
CMEpPTU y POACTBEHHUKOB OOJIbHBIX, HEOOBSICHUMBbIC
CHHKOTIC B aHAaMHe3e, TUIIepTPohHIo MIOKapaa 0ojee
3 cM, 3MM30Abl HEYCTOMYMBOM KETyIOYKOBOUN TaXu-
Kapnu MO JAAaHHBIM XOJTEPOBCKOTO MOHUTOPUPOBA-
Hus DKI, a Takke TMITOTEH3UBHBIN OTBET Ha (pU3NUe-
CKYI0 Harpysky. Masble MOpeauKTOpbl BHE3AMMHOM
CMEPTH BKJTIOUAIOT (PUOPUILISIINIO TIpEACEPANii, 00CT-
DPYKIIMIO BBIXOJAHOTO TpaKTa JEBOTO XeJyqouyka, M-
30/IbI MIIIEMMU MUOKAp/a, 37I0KaueCTBEHHBIE MyTallM1
TeHOB U HaJlnure y 60JbHOTO MHTEHCUBHBIX (hU3nyec-
kux Harpy3ok. [loasepxeHHOCTb 00nbHBIX ¢ ['KMII
MEePBUYHON HECTaOUJIBbHOCTU MHUOKapla XeayIoYKOB
MOKET OBITh 00YCJIOBJICHA: 0COOCHHOCTIMU MOPGhOIIO-
IMYeCKMX U3MEHEHMI B MUOKapne (ero ne3opraHusa-
nuei, Guodpo3om), MpeapacnoaraloliuMu K MOBTOP-
HOMY BXOIY BOJIHBI BO30OYKIIEHUSI; TPEKACBPEMEHHBIM
BO30YXIEHUEM XKeJTyI0UYKOB 4epe3 JaTeHTHbIE MPOBO-
JsIIe MyTy; uileMueil Muokapaa. OCHOBHOM NMPUYM-
Hoit BCC y 6onbHbIX ¢ [KMIT cuutaetcs nepBuyHas
BJIeKTpUUYECcKast HeCTaOMILHOCTD cepana — (puoOpuIIsa-
s XKeaynoukoB. ¥ yactu 6o0jbHbIX ¢ [KMIIT BHe3amn-
Hasl CMepTh, ITO-BUAMMOMY, OOYCIIOBICHA HApYIICHM-
€M TPOBOAMMOCTU (pe3yJbTaT CTOWKOW acHUCTOIUU
JKEJTYIOYKOB Y OOJTBHBIX C CUHAPOMOM CIIA0OCTH CH-
HYCHOTO Yy3J1a, a TakXe B CBSI3M C BO3HHMKHOBEHUEM
MTOJTHOI aTPUOBEHTPUKYISIPHOM OJIOKAIBI).

Hunamayuonnas kapouomuonamus ([IKMII) — 3a-
OoJieBaHME MUOKapaa, XapaKTepu3yloleecsl pa3BUTH -
eM IWiIaTaluy MoJoCcTeil cepala, ¢ BOSBHUKHOBEHUEM
CHUCTOJIMIECKOI AUCGhYHKIMU, HO 0€3 YBEIUYCHUS
TOJIIIMHBI CTEHOK. XapaKTepHO pa3BUTHUE MTPOTPECCU-
pylolIeii CepIedyHOU HEIOCTaTOYHOCTU, HapPYIICHU
CepACYHOro pUTMa M MPOBOIUMOCTH, TPOMOOIMOO-
sui. Takxke dacteiM nposieneHueM JKMIT gpasercs
BCC. Kpurepuem 3a00eBaHUsI CYNTACTCSI CHUXKEHUE
(dpaxkuuu BeIOpOCa JIEBOTrO Xejaymodka Huxke 45% u
yBeJIMYEHUE KOHEYHOIO IMACTOJMYECKOro pasmepa
MTOJIOCTH JIEBOTO XKeJIyaouKa 6osiee 6 cM. YueHble-Kap-
nuonorn u3 yHuBepcutera Lunnmauaatu (University
of Cincinnati, CIIIA) BbISIBUJIM T€HETUYECKUI TTOIU-
Mop(dU3M, aCCOIMUPOBAHHBIN ¢ pa3BUTHEM Hapylle-
HUWII CepIeyHoro putMa. B mcciemoBaHUM BIepBEIC
ObLUTa OOHApYKEHA B3aMOCBSA3b MEXKIY dKCIIPECCHeit
B KJeTkax cepnua nauveHtoB ¢ JJKMIIT myraHTHO#M
GOpPMBI TUCTHAMHOOTAaTOTO KaJbIINMCBSI3BIBAIOIIECTO
oenka (HRC) u pa3ButueM y HUX XeTyZOUKOBBIX
aputmuii 1 BCC. Pe3ynbraThl uccieqoBaHus, Npe-
CTaBJIeHHBbIC HA KOH(pepeHI MexXIyHapogHOro 00-
1IECTBA MO UCCIEeOBAHWIO MATOJIOTMU Ceplla U Jieue-
HUS1 cepaedyHoil HemoctaTouyHocTtu (International
Society of Heart Research’s Pathology and Treatment
of Heart Failure), oTKpbIBaloT HOBBIE BO3MOXKHOCTH
JICYEeHUS U TTPODUIAKTUKI TTALIMEHTOB TPYITITHI PHUCKA.
PykoBomutens mccnenoBanus V. Singh cumTaet, 4to
MalMeHThl C CEPIEeYHOI HEA0CTaTOYHOCThIO, NMEIO-
mue MyTtaHTHYI0 ¢opmy Oenka HRC, monaBep:keHBI
noBbilIeHHOMY pucky pa3Butusi BCC. B kapnnomuno-
IUTaX MalMeHTOB HapylleHa Peryysius KOHIICHTpa-
LIMM KaJbliUs, YTO, BEPOSITHO, BbI3BIBAET DPa3BUTHUE
aputMmuii. ITo cioBam V. Singh, 6e1ok HRC perynupy-
€T KOHLICEHTPAIMIO KaJblIMs B KapAMOMUOILIMTAX ITy-
TEM €TO0 TOTJIONICHUST UM BHICBOOOXICHUS U3 IHIO-
rasMatudeckoro petukynayma (OI1P). HakomneHnue
U BBICBOOOXIeHNUE MOHOB Kayiblus B DI1P nmo3possier
KJIETKaM PeTyJIMpOBaTh CEPICUYHBIC COKPAIIICHMSI.

Apummoeennas oucnaazus npaeozo xiceayoouxKa
(AAI’K) — 3TO TpenMyIIeCTBEHHO TeHETUYCCKU [Ie-
TePMUHUPOBAHHAsI MATOJIOTUsI MBILILIBI CepAlla, MaTo-
MOpGhOJIOTHIECKN XapaKTepu3ymooInasica (puopo3Ho-
>KMPOBBIM 3aMeIIeHEM MUOKap/a IMPaBoro xXeayaouka
W TIPEUMYIICCTBEHHO ITPOSIBIISIIONIASICS JKEJIyI09IKO-
BbIMU HapyuieHusMu putma [9, 11, 34]. JluarHos
«AITIK» ycraHaBIMBaeTCs HA OCHOBAaHUU COBOKYTI-
HOCTU OOJIBIIMX U MaJIbIX TUAarHOCTUYECKUX KPUTE-
pueB corjlacHOo MeXayHapOTHBIM KPUTEPUSIM Iua-
rHoctuku AJTTXK 1994 r. B Monuduxauuu 2010 r. [6].
ITo maHHBIM STHUIEMUOJOIMIESCKUX MCCIIeTOBAHUIA
BcTtpeuaeMocTh AJITT2K B 00111eii mOMmyJIsiiuy cocTaB-
ssiet oT 1:5000 mo 1:1000, cooTHOLIEHWE MYXUUH U
XKeHIIUH cpean 6omabHBIX ¢ AJITTK cocrasaser 3: 1.
Ot npouux mnepBUYHBIX Kapauomuonatuii (KMIT)
AJITT2K oTamyaeTcs 9acTHIM HECOOTBETCTBUEM CTEIICHU
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CTPYKTYPHOTO TIOpPaXKE€HUST cepila U BO3MOXHOCTU
BO3HUKHOBeHUsI aputmuii, nmpusBoasgmux Kk BCC. Tlo
MHeHuIo S. Peters v cOaBT., ayTOCOMHO-TOMUHAHTHBIE
dopmer AIITTK BcTpewatorcst yamie: ot 1:1250 nmo
1:1000. Cemeiinbie popmbl AJITTXK cocTtaBisitor Kak
MuHUMYM 50% OT Bcex cliydyaeB ¢ MPEeUMYILEeCTBEHHO
ayTOCOMHO-TOMUHAHTHBIM THUIIOM HacJed0BaHUS
(mpeHTHUIIMPOBaHO 12 TEHOB, KOTUPYIOIIUX pa3-
JIMYHBIE KOMITOHEHTHI MUOKapAUaJIbHBIX JECMOCOM) U
BapuabeibHO neHeTpaHTHOCTBIO [40]. B 80% cityua-
eB AIITTK BoisiBsIIOT B Bo3pacte A0 40 JeT, mpruyeM B
3 paza yarie y My>kuuH. Psii aBTOpOB cuUMTaeT, 4To uc-
TUHHAS pacIpOCTPaHEHHOCTH TOT0 3a00JI¢BaHUS MO-
JKET OBITh TOpPa3/0 BhIIIe, HO 3HAYUTEJIbHAS YacTh CITy-
YyaeB He PacIio3HAeTCs] HU KIMHUYIECKHU, HU TIaTOJIOTO-
AHAaTOMHWYECKN M OCTaeTCs HEeAMarHOCTMPOBAHHOM.
Hecmorpst Ha To uto AJITT2K cunTaeTcss OTHOCUTENILHO
penkuM 3aboJjieBaHUEM, MHOTME Ha3bIBalOT €e caMoil
gactoui KMII, npuBogsmeit Kk BCC y nui monoxe
35 net. [To naHHBIM pa3aIUYHBIX UCTOYHUKOB, TUCTO-
soruveckue npusHaku AITIK kak npuuunsr BCC
BBISIBJISIIOTCS C pa3IndyHo# yacToToit: ot 0,55% ciryya-
€B ayTOTICUM BHE3aITHO YMEpIIWX JIIoJel He cTapiie
50 ner B mtate Mapunena, CIIA, no 20% ciayyaes
cpeayd MOJIOAbIX yMepiuux (A0 35 JeT) B pervoHe
Veneto, Utanus, u naxe 10 26% ciydaeB B MCCJIeI0Ba-
HUM BHE3AITHO YMEPIIUX CIIOPTCMEHOB 110 20 JIeT.

Bpoxcdennbiii cundpom yOoauHeHHO020 UHMEPBANA
O—T (LOTS) xapakTepusyeTcs YIJIMHEHUEM UHTepBa-
na Q—Tc Ha snekTpokapauorpaMmme 6osee 440 Mc
NoaUMOpP(MHOI KeJyI0YKOBON TaXWKapaueil Tuma
«rupyaT» [38]. MHOrve manuveHThl ¢ BPOXKACHHBIMU
dopmamu LQTS cTpamaioT oT TaKMX TSKEJIbIX CEpAey-
HBIX COOBITHI, KaK CUHKOTIE W BHE3aITHasl cepieuHast
CMepThb, BOZHUKAOIIIMX Yallle BCEro BO BpeMsl (pu3nye-
CKUX YMpaXXHEHWI WU TICMXUYEeCKOTO HAIPSDKEHUSI.
OnHako cepaeyHble COOBITUS MHOIIA MPOUCXOIAT B
COCTOSIHUU MOKOS U BO BpeMs cHa [37]. [To naHHbIM
CaMOTO OOJIBIIIOTO IPOCIIEKTUBHOTO MCCJICIOBAHUSI
curnpoma «International LQTS Registry» B 57% cay-
yaeB BHE3AITHO CMEPTH OHA HACTyMaeT B BO3pacTe 10
20 net. Y peteii B otcyTcTBUe JeyeHus: puck BCC cry-
CTS 3—5 JIeT TocJie MOSsIBIICHHUSI TIEPBOTO TIPUCTYTIA T10-
TEepU CO3HAHUS AocTUraeT 32% U MakCUMaJeH B I1y-
OepTaTHOM TIEpUOJIE.

Crpatuduxanusa pucka BCC

Kax 6nu10 m3noxeno Boiire, BCC rmaBHBIM 00pa-
30M HaOJonaeTcs y 00JbHBIX C pa3InyHbIMU (hopMa-
v MBC, BkiIouast ocTpbelii MH(papKT MHOKapia.
[MonynsiiimoHHbIE MCCIeI0BaHMS B PsIIE CTPaH yKa3bl-
BalOT Ha TO, 4TO (pakTophl pricka BCC mpenmymect-
BeHHO Te Xe, uto u 11s1 UBC: Bo3pacT, oTAroieHHbIi
CEeMEWHBI aHAaMHE3, BBICOKOE CO/IEP>KaHUE JTUTTOMPO-
TEUI0B HU3KOM IUIOTHOCTU, MYXKCKOM I10JI, TUIIEPTO-
HU4Yeckas 00Jie3Hb, KypeHUe, caXapHbIii auaberT.

OnHako OTHOCHUTEJIbHO HM3Kasl Mpeacka3aTeabHast
CIIOCOOHOCTh TIePEUYNCICHHBIX (DaKTOPOB B OILICHKE
pUcKa Pa3BUTHUS OOJBIIMX APUTMUUYECKUX COOBITHI
CTUMYJIUPYET KIMHUIIACTOB K ITOMCKY OoJiee CITeIu-
GuyHbIX (HaKTOPOB, KOTOpPbIE MOXHO ObLIO OBl HUC-
ITOJIb30BaTh JJISI CTPaTU(UKALIMU pUCKA. YUWTHIBAS,
uyrto cpenHuii puck BCC coctasnget 1 Ha 1000, mouc-
kU 3G GEKTUBHBIX CTPaTeTUM 711 TOYHOM cTpaTudu-
Kalluy pHUcKa IMpUOOpeTaIoT peliaroliee 3HaueHue. 3a
MOCJEAHNUE TOAbI B3I KApAUOJIOTOB B OTHOILIEHUU
¢akTOpOB pUCKa M BO3MOXKHBIX MyTeil MpeIoTBpalle-
Huss BCC npereprnen 3HaYUTEIbHbIE WU3MEHEHMUS.
CBsi3aHbI TaKKe TIEPEMEHBI C TIPOBEICHUEM psiia paH-
JIOMM3UPOBAHHBIX UCCJIETOBAHUI I COOTBETCTBEHHO C
COOTIOIEHNEM BBITEKAIOIINX M3 3TUX MCCICIOBaHUIA
MEXIYHAPOAHBIX PeKOMeHAAUUi. DTOT haKT nmpuBes
K CyIIeCTBeHHOMY cHIKeHMIo cirydaeB BCC mpu uc-
MOJIb30BAHUU HUMILIAHTUPYEMbBIX KapauOBEepTEPOB-
neduodpuraropos (MKJI). OgHako y MHOTHX TTAaIICH-
ToB MK He cpabaThIBalOT, B TO K€ BpeMsT OOJIbILIMHCT-
BO (hbaTaJIbHBIX apUTMUN HAOIIOMAeTCs Y ITalMeHTOB,
paHee He MMEBIIMX MPU3HAKOB 3a00JieBaHMS Ceplia 1
He BKJIIOUEHHBIX B rpynmy Beicokoro pucka BCC. Ipu-
YMHA TaKMX COOBITUI 3aKII09YaeTCs B TOM, YTO CYIIIECT-
BYIOIIIME€ Ha CETOMHSIIHUI I¢Hb TECThI ¥ MPU3HAKN HE
CMOCOOHBI TOYHO TpeacKa3ath puck BCC.

B Hacrosiiiee BpeMsi caMbIM IIIMPOKO MCIOJIb3Ye-
MBIM KPUTEPUEM JISI CTpaTU(PUKAIINN BBICOKOTO PHC-
ka BCC gaBnsgerca Hu3Kasl ¢ppakiusi BbIOpoca JIeBOro
Kejymouka, cocrapistiomas 30% u MeHee. DTO MOJI0-
>)KEHUE OCHOBAHO Ha pe3yjbraTax HeCKOJbKUX MHOTO-
LIEHTPOBBIX MCCJICAOBAaHMI, KOTOPBIE MOKAa3aJId, UTO
ucnonbzoBaHue MKJI B mornoiaHeHue K oNTUMAaIbHOMN
MeIMKaMEHTO3HOW Teparun y JaHHOW KaTeTOpUU Tia-
LIMEHTOB MPUBOIUT K cHUXeHMIo pucka BCC 6onee
yeM Ha 30% (CM. pUCYHOK).

Pe3ynbraThl KIMHUYECKMX UCIIBITAHUI TTOKa3biBa-
0T JOTOJIHUTEIbHOE CHUXKEHUE JeTATbHOCTHU TIPU J10-
o0asineHun MK/ K onTuMaabHOM Tepanuu.

B nocieqHee BpeMsi OrpoMHOE 3HAYEHUE YaeseT-
¢Sl KOMITIEKCHOMY M3yYCHHIO KPUTEPUEB IS COCTaB-
neHus ctpatudukauuu pucka BCC. K HUM oTHOCST-
csI: HM3Kas pakius BEIOpoca, SKTOIMUYECKas KeoTy-
IOYKOBasi aKTUBHOCTb, BapuabeJbHOCTb pHUTMa
cepla, 3MM301 CEPICYHOrO apecTa B aHaMHe3e, Tiepe-
HECEHHBIN B MPOILIOM MH(MAPKT MUOKapaa, CUHKO-
MaJIbHbIE COCTOSIHUSI B aHAMHE3e.

Huskas gppaxuus evtopoca JI2K

Huskasg ®B JIK gBnsgeTcs He3aBUCUMBIM TTpeINK-
TOpOM oOOIIeli, CepAeYHO-COCYIUCTOM M apUTMU-
Yyeckoil jieranbHOCTH [2]. JlaHHOE ToJioKeHue ObLIO
MOATBEPXKICHO pe3yJbTaTaMil MHOTOUMCIICHHBIX paH-
MOMU3UPOBAHHBIX MCCIENOBAHUI, MOCBIIIEHHBIX
oueHke appexkTuBHocT MKJI B OTHOIIIEHUM IIEPBUY-
HO#l 1 BropuyHO npodunaktuku BCC, Bo MHOrMx
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13 KOTOPBIX OMHUM M3 KPUTEPUEB BKIIOUCHUS SIBJISI-
Jack cucroauueckas nucdynkuus (AVID, CIDS,
SCD-HeFT) [2, 17, 19, 23]. Crpatudukaius prucka
BCC, ocHoBaHHast Ha HU3KOI (DpaKLIMU JEBOTO XKey-
JIOYKa, HE MOXET UICHTU(MDUILIMPOBATh 10 ABYX TPETeit
xepTB oT BCC. Takast cTaTUCTUKa SIBJSIETCS €CTECT-
BEHHBIM CJICICTBHEM TOTO (haKTa, YTO OOJBITMHCTBO
noteHuKaabHbIX XXepTB BCC oTHOCATCS K TpyIine na-
IMEHTOB C COXpaHCHHOI (pakimeil BEIOpoca JIeBOTO
xKenymouka. Tak, B MaacTpuXTCKOM peecTpe 1o BHe-
3arHOM cepedHoi cmept 56,5% xeptB BCC umenu
®B JIXK 6oaee 30%, 20% — Gonee 50% u TOJIBKO
23,5% — menee 30% [21, 33].

KT u wacmas 2K9

B 70-x romax mpoIuioro BeKa IMOsSBIIMCH PAOOTHI,
B KOTOPBIX OBLIO MOKa3aHO, YTO y MallMeHTOB C yKa3a-
HUSMHU B aHaMHe3e Ha IepeHeceHHbIr MM 1 yactyro
KD u/unu snuzonst HeycTtoitunBoil KT nmeercst mo-
BoilieHHBbI prck BCC. OcHOBBIBasiICh Ha pe3yJibTaTax
ucciaenoBannii MADIT 1 u MUSST, nocssiiiieHHbIX
oueHke apdexktuBHocTn MKJI y mammenton ¢ KO u
HeyctoitunBoit KT, MOXHO yTBepKIaTh, YTO YCTOMUM -
BOCTbB 3THX apUTMUI K aHTUAPUTMHIIECKIM TIperiapaTaMm
(AAII) IA xnacca u nx TpaHchopmMalis B YCTOMINBYIO
KT B xome npoBeneHus1 3HA021EKTPO(U3NO0TOTUIYECKO-
TO ucclieioBaHus aBisteTcsd akropoMm pucka BCC [30].

YCC u sapuabeavnocms pumma cepoua

VYBenmmuenue YCC aBisgeTcsa He3aBUCUMBIM (DaKTo-
poM pucka BCC [19, 20]. Bzaumocss3b Beicokoit HCC
u pucka passutusg BCC ormeyaeTcs y U1l KaK ¢ Jua-
THOCTMPOBAHHBIM paHee 3a00JieBaHUEM cep/lia, TakK 1
0e3 Hero, BHE 3aBUCHMMOCTU OT MHIEKCA MACChI TejIa U
ypoBHs usnyeckoit aktuBHoCcTHU [19]. [TprunHa sToit
B3aMMOCBSI3M 10 KOHIIa Hem3BecTHa. OMHUM M3 00b-
SICHGHUI SIBJISIETCSI YMEHbIICHUE aKTMBHOCTU TMapa-
CUMITATUYECKOM HEPBHOU cucTeMbl. McciemoBaHUsS
BapuaOeJIbHOCTY PUTMa CepAla CBUIETEILCTBYIOT O
TOM, YTO B MYKCKOW ITOITYJISILIMYA OTHOCUTEIBHBIN

PHUCK O0l1Iei1 IeTaIbHOCTH Y MAllMEHTOB CPEIHETO BO3-
pacta B TeUeHUe S JIeT HaOItoneHus ObLI BhIlie B 2,1 pa-
3a(95% AU 1,4—3,0) B cityuasix, Koraa roxkasarejib Ba-
puabeabHOCTH puUTMa cepaua Obl1 MeHee 20 Mc, B
CpPaBHEHUU C JIMLAMU, COIIOCTABUMBIMU IO BO3PACTY,
Yy KOTOPBIX BeJIMYMHA BapruabeIbHOCTU pUTMa cepila
cocrabisita 20—39 mc [22].

Inuzoo cepoeunozo apecma 6 anamuese

Hanuyue anu3oma cepaeyHOro apecta B aHaMHe3e
SIBJISIETCSl OOHMM M3 HamboJiee Cepbe3HBIX (haKTOPOB
pucka pa3sutust BCC. ITo nanneim J. T. Bigger, puck
pasButusi BCC y 3T0ii KaTeropuu MauueHTOB B TeUe-
Hue roaa cocrtasisieT 30—50% [14]. Dtu naHHbBIE OBUTA
MOATBEPXKIEHBI B UCCIETOBAHUSX, MOCBSIIIEHHBIX UC-
monb3oBannio MK/l B 1esax BTOpUIHON MpodHIaK-
tuku BCC (AVID, CASH, CIDS) y naHHoii Karero-
puu mamueHTos [2, 19, 23].

Ykazanua ¢ anamnese
Ha nepeneceHHblll UHGapKm muoxapoa

JlaHHbIe, TTOJIydeHHBIE B MCCIIEAOBAHUSIX IO OLICH-
ke AAII y maiMeHToB, MepeHecIuX OCTPbIi MH(MAPKT
muokapaa (EMIAT, CAMIAT u DIAMOND-MI),
ITOKAa3aJI1, 9YTO apUTMUYECKas JeTaIbHOCTb B PEe3yJIb-
tate pasButus KT u @K B TeueHne roga cocTaBisieT
5%, a B Teuenue 2 neT — 9% [16, 17, 34].

Cunxonaavrble cOCIMOAHUA

Puck BCC y manyeHTOB ¢ CMHKOIIE MOXKET OBITh
CBSI3aH KaK C HaJW4YMeM CTPYKTYpHOI I1aTOJOTUU
cepila, TaK U C MEXaHU3MOM Pa3BUTHUSI OOMOPOKOB.
®paMHUHIeMCKOe UCCIeI0BaHNEe MPOAEMOHCTPUPOBA-
JIO, 4TO JIETAJIBHOCTh TAIIMEHTOB C KapAWOTEHHBIMU
00MOpOKaMM B TeYeHHME roja 3HAYUTEIbHO BBIIIE
(0 33%), yeM y GOJIbHBIX C HEKAPAUAIbHBIMU ITPUYK-
HamMK 0OMOpOKOB (10 12%) unu ¢ o6MopoKamMu Hesic-
Horo rexesa (10 6%) [10, 18]. ITpu oGMopokax pediiek-
TOPHOI'O IIPOMCXOXICHUSI, KOTOPBIE Yallle pa3BUBAIOT-
cs 'y MOJIONBIX JIIofield 0e3 CTPYKTYPHBIX 3a00s1eBaHUiA



OB30PbI 11

cepAlla WA TIPU DJAEKTPUYECKON HECTaOUJIbHOCTU
MHUOKapJa, MporHo3 6iaaronpusatHeiii [41]. Tem He Mme-
Hee UMEIOTCS HaOJIoNEeHUs], CBUIETEIbCTBYIOLIME O
BO3MOXKHOI1 CBI3M pedreKTopHBIX 00MopokoB 1 BCC
[29]. ¥ Mon0onbIX CITOPTCMEHOB, CKJIOHHBIX K Ba30Ba-
TaTbHEIM OOMOpOKaM, HE MCKIIIOYAeTCs yJIacTHe pe-
(h1IeKTOPHBIX MEXaHM3MOB U B 0OMOPOKaX, MHIYLIUPY-
eMBIX (PM3UUYECKO HArpy3Koil, — HMX pe3yIbTaTOM
MHOTJA SIBJISIIaCh CMEPTh B pe3yJibTaTe acucToiuu [8].
HccnenoBanue EGSYS-2 cTtaBuiio cBoel LEIbIO OM-
peneseHre pucKa paHHei (B TedeHue 1-ro Mecsua) u
no3aHel (B TeueHue 2 JIeT) JeTaJbHOCTU MalMeHTOB C
obmopokamu. [IpusHakamMM MJIOXOro KpaTKOCPOYHO-
ro nporHosa 6eu1M u3MeHeHus: Ha DKI, ogplika, re-
matokputr MeHee 30%, cucronmyeckoe AJl MeHee
90 MM PT. CT., aHaMHe3 3aCTOMHON cepJAeYyHO Hem0-
cratouHocTH (The San Francisco Syncope Rule). Puck
CMEpTU Cpeau MAlMEHTOB BHICOKOIO pUCKa oKa3ajcs
MaKCUMaJIbHBIM B TCUCHUE HECKOJIbKUX ITHEH, ClIemy-
IOLIMX 32 00MOpOKOM. YeThipe U3 MATU CMEPTEli IPo-
M30IIIN B TeUeHHE 48 9 IMociie TOCTYIIJICHMS B OTAEIIe-
HUE HEOTJIOKHOM IOMOIIM B CBSI3U C OOMOPOKOM
(STePS study) [43].

B 1984 r. J. T. Bigger Boinenua pakTopsl, OIpeae-
Jigiomne BeposiTHbIN puck pa3sutusi BCC B TeueHue
roga (cMm. Tabnuily). B coBpeMeHHbIX peKOMEeHAAIUSIX
3TU (HaKTOPbI paccMaTPUBAIOTCS KaK OCHOBHbIE. OHU
HCITOTB30BAINCH KaK KPUTEPUH BKIIIOUCHUS B MCCIIC-
JIOBaHUS T10 OlLieHKe 3(h(GEKTUBHOCTA UMILTAHTUPYE-
MBIX KapanoBepTepoB-aehudpmmiaropos (MKJ) mrs
npodunaktuku BCC [2, 22, 23].

Peammzamuss BCC mponcxoauT ITo0 apuTMHUIECKOMY
MEXaHM3MY, U CJeA0BaTe/IbHO, BBISIBICHUE TOTO WJIU
WHOTO BUIA HapyIICHUS pUTMa U IIPOBOIMMOCTH
cepala y KaKIoro KOHKpeTHOTo TalMeHTa OyaeT Tpe-
060BaTh WX IPOTHOCTUYECKON OIEHKM B OTHOIICHUM
pucka passutuss BCC. B sr1oii cBSI3M 3aciaykuBaet
BHUMaHUe cTpatudukauusi pucka pazsutuss BCC y
MaIlMeHTOB C HAPYIICHUSIMU PUTMa W TIPOBOIAUMOCTH
cepalla BHE 3aBUCUMOCTHU OT HaJW4usl WIU OTCYTCT-
BUS CTPYKTYPHOIT TIATOJIOTUU CEPIIIa, MPeIIoKeHHAs
R. Fogoros [32]. Beicokuii puck BCC umeer mecto

Puck pa3sutust BCC [14]

Puck
pa3Butust BCC
B TeKyIIeM rofy, %

[Toka3zarenb

Ipynna ymepennoeo pucka

OWM B anamuese uinu OB nuke 40% 5
OUM + ®B nuxe 40% v OUM +

+ yacras KO wim @B nuxe 40% + KO 10
OUM + ®B nuxe 40% + XKD 15
Ipynna evicokoeo pucka

[ManuenTsl, nepexusie BCC 30-50
KT + MUHUMAaJIbHbIE KIMHUYECKUE

MPOSIBJICHUS 20-30
KT + cunkore 30—-50

npu GUOPUJUISALIMU XKeJTyI0YKOB, XKeJIyIT0uKOBOU Ta-
xukapauu, AB-6mokane 111 ctT. ¢ HU3KOIT YacToTOI 3a-
Melatomero purma, cuaapome WPW ¢ anteporpan-
HBIM IPOBEICHUEM 10 JTOITOTHUTEIFHOMY aTPHOBEHT-
PUKYJSIDHOMY COEAMHEHUIO Ha (hoHe PubpuIsIunn
npencepauii. CpegHuii puck Bo3HuKHOBeHUs BCC —
MPU KETYIOYKOBON 3KTOMUU Ha (POoHE CTPYKTYpPHOI
natosoruu cepaua, AB-61okane Il ct., AB-6iokane
III ct. ¢ anekBaTHOI1 YaCcTOTOM 3aMellalolero puTMa,
dubpwisaiuuu npeacepauit. Huskuii puck BCC —
MPU NIPEACEPAHON IKTOIMUU, KETYTOUYKOBOU IKTOIMUU
0e3 CTPYKTYpHOU MaTOJOTUU CePALA, CYITPABEHTPUKY-
JIsipHOM Taxukapauu, AB-6nokazne I cT.

Takum o6pa3oM, MPeaCTaBISIeTCS BO3MOXHBIM OI-
PEIeIUTHCS CO 37T0KaYeCTBEHHBIM TeYCHUEM apUTMUM
He TOJIbKO Ha OCHOBaHWU €€ BbIPpak€HHON reMoIrHa-
MHWYECKOI 3HAYMMOCTH, HO 1 0a3UpysICh Ha €€ DJICKT-
pokaparorpad®uyeckux 0COOEHHOCTSIX.

3axiouenue

ITpoGaeMa CMEPTHOCTU OT CEPACUYHO-COCYIUCTHIX
3a00J1eBaHUI MPOIOIKAET OCTABATHCS aKTyaJIbHOM BO
BceM Mmupe. IIpu srom Ha momo BCC npuxomurtcs
OKOJIO TIOJIOBUHBI BCEX JIETAJIBHBIX MCX0H0B. Peann3a-
1us cueHapusi BCC npoucxonut B pe3ysbraTe pa3Bu-
THSI OCTPOI JIEBOXKEIYIOUYKOBOI HEIOCTATOYHOCTH Ha
¢oHe 3710KaYECTBEHHBIX KEJYIOYKOBBIX apUTMMUI,
MaHU(ecTauss KOTOPBIX COIPOBOXKIAETCS HapyIle-
HUSIMU KaK CUCTEMHOM, TaK ¥ PETMOHAPHOMU TeMOIu-
HaMUKHU, npexae Bcero co ctopoHbl LIHC. Hanuuue
WIX OTCYTCTBME CTPYKTYPHOIM IAaTOJOTUM Cepalia MO-
KET UMETh OMpenesstoniee 3HaYeHUe I ananTalnu-
OHHBIX M3MEHEHUI TapaMeTpOB CEPAEeYHOIO BHIOPO-
ca, a 3HAYMT, [T XapaKTepa KIMHUYECKOTO TeUeHUs
apuTMun. B 3Toif CBSI3M KITIOUEBBIM 3HAUCHUEM LTSI
KJIMHUYECKOW WHTEPIpPETAlNN 3JI0Ka4eCTBEHHOTO
TEUCHMUS JIFO00M apUTMUH, OTIPEICICHUS €€ XKIU3HEYT-
poXalolllero xapakrepa cjieIyeT CUMTaTh: OOMOPOK,
MpeaoOMOPOK, TOJIOBOKPYKEHHUE, TUIIOTCH3HUIO, TIPO-
rPECCUPOBAHUE MPOSIBJIEHUI CEPAECYHON HENOCTATOY-
HOCTH, CTeHOKapauio. Mcmonp30BaHe COBPEeMEHHBIX
MEIUIIMHCKUX TEXHOJIOTUI, 3aKJII0YaOIIUXCS B MM-
minantauun MK, mos3BojseT 3(pPeKTUBHO TMpOBO-
JIUTh MTPODUIAKTUKY BHE3aITHON CEepIeuyHON CMEpPTH.
Jlst 6ojiee AeTaabHOTO OTOOpA OONBLHBIX HA MMILJIAH-
tauuio MKJI HyXHa mosTamHas cTpaTUUKaALUS
pUCKa C YYETOM JUISl OTOW LIEJM LIEJI0ro KOMILIeKca
KpUTEPHEB.
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