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CoBpeMeHHbIe TIOIXO0bI K CTpaTU(PUKAIIN
pVICKa BHE3AITHOI CEPIeYHOI CMEPTHU Y OOTBHBIX
HENIIEMNYECKON OUIATAlMIOHHOV KapAMOMMOIIaTeN

Cmapuwiuii HayuHbLi COMPYOHUK 0mMOena KTUHUYECKOU INeKMPOPUIUONIOZUL U PEHINZEHOXUPYPeUteCKUX
Memo008 sieueHUs HApYueHUti pumma cepoua, 3a6e0yIousas CeObMvIM KITUHUHECKUM OmoesieHUeM
HayuonanvHozo MeOUUHCKO20 UCCTIe008amMeNnbeKo20 ueHmpa kapouonoeuu um. akad. E.J1. Yaszosa,

k.m.H. Hamanvs Anexcanoposna MVIPOHOBA evicmnynuna ¢ 00Kk1aoom, NOC8SU4eHHbIM COBPEMEHHBIM NOOX00am
K cmpamugukayuy pucka 6He3aNHoL cepOeuHoll cmepmu y 60MbHbIX HeuleMuueckoll OunamayuoHHou
Kapouomuonamuer.
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€CMOTpA Ha CHUXEHNE
CMEPTHOCTU OT cCepped-
HO-COCYyAMCThIX 3abome-

BaHUI 3a nocnemHue 20 n1eT, BbI-
JKMBaeMOCTb IIpU BHEGOIBHUYHOI
OCTaHOBKE cepjlja COCTaBsAeT
okono 10%. B 6onpmmHCTBE Cy-
yaeB BHe3aIlHas cepfieyHas CMepThb
BO3HMKAET BC/IEACTBUE UIIeMIYe-
ckoit 6omesnn ceppana (MIBC), Ho B
10-15% cny4aeB BCTpedaeTcs y Ma-
LIMEHTOB C HeMIlIeMI4eCKOI Kapayo-
muornarueit'. MakcumanbHas Oos
BHE3aITHOM CEPHEeYHO CMEPTU NPU
HeMIIEeMUYECKON KapAuOMUONaTUN
perucTpupyeTcsa y aul, MOIOJOrO
Bo3pacra (34-44 ropma), cocraBis-
IOIIUX COLMAaTbHO aKTUBHBIN CIION
HacesleHMA. BHe3samHasa ceppeyHas
CMEPTb 9aCTO BO3HMKAET Y TallMeH-
TOB 0€3 MPU3HAKOB W/IM CUMIITOMOB
3aboneBanMsA, He OTHOCAIMUXCS K
TpyIIIle MOBBIIIEHHOTO PUCKA.

OrnjeHKa pycKa BHE3AITHOI CepievHOI
CMEPTH y MAIMEHTOB C VIATallIOH-
Hoit kappmnommomnarueit (JKMII) B
TedeHMe TOCAeTHUX MIeCATUNeTUN
CUMTaNach CAOKHON 3amaveil. Tem
He MeHee B pe3y/lbTaTe BHEPEHNUA
METOJIOB NPO(MIAKTUKY BHE3AIHOM
CepyieuHoi CMePTU B COOTBETCTBUM C
MIPMHLIMUIIAMU JJOKa3aTebHOM Mefu-
L[VHBI, COBEPIIEHCTBOBAHMs METOJIOB
OVAaTHOCTUKI ¥ MeIUKAMEHTO3HOTO
JIeYeHIsI CEPREIHO-COCYANCTBIX 3200~

JIeBaHMI eXKeTOfIHbIe MTOKA3aTeN Ja-
CTOTBI BHE3AITHOM CepieYHOI CMEPTH
B IIOC/IEIHIE TPU AECATUNIETHS CHU-
3VJINCE.

Haub6onee sa¢pdexruBHoIl cTparern-
€ll KaK IIepBUYHOMN, TaK U BTOPUYHON
IpoUIaKTIKY BHE3AITHON cepyiey-
HOJl CMEPTH AB/IAETCS MMIUIAHTALVA
KapuoBepTepoB-LeuOpUIIITOPOB
(KII). B coorBeTcTBUM C peKOMeH/a-
IuAMU AMEPUKAHCKOI acCOIVAIIN
cepaa (AHA), AMeprKaHCKOI KO-
nerun kappmonoros (ACC) u Ame-
PMKAHCKOTO 0011ecTBa apMTMOJIOTOB
(HRS) 2015-2017 rr. no npoduak-
THKE BHE3AITHOV CEPAeYHOM CMep-
TH, JyIA CHVDKEHMA PMCKA BHE3AITHOM
ceprieuHolt cMepTy MItanTauusa K
II0Ka3aHa IalyieHTaM C XPOHMYECKO
cepredHoit HeoctatogHOCThIO0 (XCH)
¢ynxumonansHoro kmacca (PK) II-
III no NYHA, ¢paxunueir Bsi6poca
neBoro xenynouka (OBJDK) < 35%,
I0CTIe TPeX MeCsIeB MeVIKaMeHTO3-
HOJT TepaIy, ClIOCOOHOI 06eCTIeYnTh
BBDKJBaHMUe B TedeHue Gojee rofa u
xXopolunii GyHKIMOHATIbHBI CTAaTyC
(kmacc pexoMeHpanmit 1, ypoBeHs 1o-
KasaTenpHOCTH A). [Ipn sTOM MMeroT-
cs B Bupy nanueHTs! ¢ VIBC. B 10 )e
BpeM:A YpOBEHb JJOKa3aTe/IbHOCTH B OT-
HOIIIEH TIPYIMEHEeHVIsI IMIUTaHTaLN
K1l y maunenTos ¢ XCH Henmemirde-
CKOII 3TVO/IOTMYI CHU3WICS O YPOBHA
B. Jleno B TOM, YTO, COITIACHO PE3Y/Ib-

Taram uccnegosanus The DANISH,
y 9TOII KaTeropuyl 60/IbHBIX MMIUIaH-
tauua KII, jocToBepHO ABYKpaTHO
CHIDKAs1 PUCK BHE3AIIHON CEpHeYHON
CMepPTH, He B/IAET Ha PUCK CMEPTH OT
JEOOBIX IPUUNH?.

B uccnemopanumu SCD-HeFT taxoke
He BBIABJIEHO Pa3/Myuii B BbDKMBae-
MocTy 60nbHbIX ¢ [JJKMII ¢ umntan-
tupoBanHbiMy KT 1 6e3 Hux yepes
NeCATH JIeT HaOIIoIeHNIT.

MO>XHO 1M BBIABUTD IOTEHIVANb-
HbIVl apUTMOTEHHBI CTAaTyC Malu-
€HTa JI0 IIepBOro 3MM307]a YCTONYN-
BOI1 JKeTyOYKOBOI TaXMapUTMMUM?
B Kakoli rpyIiIie IalueHToB — IIOTEH-
IMa/IbHBIX KaHIMJATOB Ha MMIUIAH-
tanuio KII Hanbonee apdexkTuBHO
ero npumeHenne? Kak onrummusu-
POBaThb cTpaTH(UKAINIO PUCKA BHE-
3aITHOJI CepAEeYIHOI CMepTH?
[Tpexpe Bcero HeoOXOAMMO OIie-
HUTDb COOTHOIIEHME PUCKA BHE3all-
HOJl CephedYHONl CMEepPTU M PUCKa
CMepTI OT KOHKYPUPYIOIINX IPK-
yyH. Tak, MMIa ¢ He3HaYUTeTbHBIM
PUCKOM BHE3AIIHON CepJeYHOIl
CMepTU, HO ¢ Golee HU3KUM PU-
CKOM CMEPTM OT KOHKYPUPYIOIUX
IpUYMH MOTYT ¢ OOJIbIIeiT BepOAT-
HOCTbBIO YBETMYUTD NPOJIO/KUTEND-
HOCTD )KM3HY 6/1arofiaps MMIUIAHTa-
muu K]I. B To >xe BpeMs maIjueHTsl ¢
6onee Huskoit ®PBJIK, 6omee BbIcO-
KIM ab6COMIOTHBIM PUCKOM BHe3all-

! Hayashi M., Shimizu W., Albert C.M. The spectrum of epidemiology underlying sudden cardiac death. Circ. Res. 2015; 116 (12): 1887-1906.
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HOJl CepIeYHOl CMepPTH, NalMEHThI
CTapuiell BO3PacTHONM I'PYIIIBI U C
KoMOp6ugHbIMK 3a60M€eBaHUAMY
MMEIOT BBICOKVII PUCK CMEpPTHU OT
KOHKypupyoomux npuuut. Crego-
BaTe/lIbHO, MMIIaHTUpYeMblit K]
y Takux OOJBHBIX B OOBIINHCT-
Be CIy4aeB He IOBBINIAET BBIKM-
BaeMOCTb. B rpymnmne manueHToB
OBJIXK > 35%, HU3KUM abCOMIOT-
HBIM PMCKOM BHE3aIIHOI CEPLEYHOI
CMepTHU U CMePTHU OT KOHKYPUPYIO-
myx npuunH ummnanTagusa K] za-
ubonee 1enecoobpasHa.

B uccnemoBaHMAX MOCHETHUX JIET
IIOKa3aHO, YTO TOYHOCTb IIPOTHO-
3a no nokasatensam OBJDK B ot-
HOLIEHMM Pa3BUTUS YIPOKaloLieil
JKU3HY apUTMMM OrpaHndeHHa. [1pn
9TOM UMEHHO BbIsIBlIeHUe PaKTOPOB
pYICKa Pa3sBUTHA 3/10Ka4eCTBEHHOI
JKeTy0IKOBOI apUTMMUM VIMEeT pe-
IIaolee 3Ha4eHNe B IPOTHO3e Ma-
IIVIEHTOB.

JunatanuoHHasg KapZuUOMMOIA-
TUS OTHOCUTCS K 3abo0reBaHUAM,
XapaKTepU3yOINUMCA CI0XHBIM
B3aVIMOJIE/ICTBMEM MEX]y TeHeTH-
YeCKOIl IPepacIIoNoKEeHHOCTDIO 1
¢dakTopamu BHeurHelt cpensl. Tuma-
Tallysl MMOKapAa MOXXeT BO3HIKATb
IO BIMAHMEM (aKTOPOB BHEIIHe
Cpepnpl y /NI C TeHeTHYeCKOI Ipef-
pacnonoxeHHocTbI0. K mpepukTo-
paM pa3BUTHUA >KU3HEYTPOXKAIOLINX
apurMndeckux cobsrruit mpu JKMIT
OTHOCAT C/Ty4ay BHE3aIHOI cepaed-
HOJ CMEPTU B CEMEITHOM aHaMHese,
CUHKOIIBI, (DeHOMEHBI ITpU TIPOBefie-
HuM anexrpokappuorpaduu (9KI)
B Bufie ¢pparMeHTaIly KOMIUIEKCa
QRS u Hanmm4mMa XemyJouYKOBbIX Ha-
PYLIeHMI pUTMA, IPU TIPOBENEHUN
axokapanorpadun (3xoKI') - BbI-
sIBJIEHIE CHVDKEHNS I7106a/IbHOI CO-
KPATUTEIBHOI CIIOCOOHOCTH TEBOTO
JKeTyJ04Ka, a TAK>Ke Ha4uye 1 Bbl-
Pa’KeHHOCTb OTCPOYEHHOTO KOHTPa-
CTMPOBAHNA MUOKAPJA IO JaHHBIM
MaTrHUTHO-PEe30HAHCHOI TOMOTpa-
¢bun (MPT) ceppuia. Baxxuyto ponb B
IIPOTHO3€ aPUTMUYECKNX COOBITHUIL Y
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6ompubix [JKMII nrpatoT reHerude-
CKVIe My TaIVN.

Kax n3BecTHO, 06paTHOE peMopienu-
poBaHMe cepAla — OAVH U3 OCHOB-
HBIX IPEIUKTOPOB 6IaronpusaTHOTO
nporHosa y nanuenTtos c¢ JKMIIL.
dakTopaMyu, NpemATCTBYIOUINMA
06paTHOMY peMOJeINpPOBAHUIO
ceppua, ABAAITCA HapylleHMe
IIPOBOAVIMOCTH, B NIEPBYIO O4Yepelb
6JI0Kafia J1€BOIT HOXKKI nmyuka Iwuca,
Ha/In41ie OTCPOYEHHOTO KOHTPACTH-
POBaHNA MIOKapZAa Y TeHeTIIeCKue
feTepMUHAHTDIL.

MHorouncneHHble MCCAeHOBaHNUSA
YKa3bIBAalOT Ha IMPOTHOCTUYECKYIO
ciocobHOCTD GuUbpPO3a B OTHOLIE-
HIY BHE3aITHON CEepHeYHON CMEPTHL.
B 30% cnyuaeB y 6onpubix JJKMII
BBIAB/IAETCS MHTPaMypalbHbIN y4a-
CTOK IO3JHET0 KOHTPaCcTUPOBAHNA,
KOTOPBIN YHUKA/NEH U OTANYaeTCA
oT pucyHka ¢pubposa, HabmozaeMo-
ro y nanuenTos ¢ VIBC.

HepaBHo 61111 OIy6/1MKOBaHbI JaH-
Hble KPYIIHOTO PeTPOCIEeKTNBHOTO
uccnenoBanus BvsHus Gpubposa Ha
PYICK BHE3AIIHOM CEPHIeYHOI CMEPTH
Y1 KeTTyLOYKOBOJ apUTMUU Y 60/Ib-
HbIx JKMII ¢ mmpoxum crekTpom
®BJDK. AHanuTH4ecKas HOMyIALMA
BK/II04ana 1165 mauyueHToB co cpef-
HUM [IepYOfOM HabmoneHus 36 Me-
canes. [lo3gHee KOHTpacTUpoOBaHMe
MMETIO MeCTO Y 42% malMeHToB 1 ac-
COLMMPOBAIOCH C MY>KCKUM II0JIOM,
TIO>XM/IBIM Bo3pacToM, Xyammumyu PK
XCH un ©BJDK*. Jonsa manueHToB €
JKeTyOYKOBOI apuTMIelt Oblia 3Ha-
YUTEIBHO BBIlIE B TpyIIe ¢ pubpo-
30M Muokappa. Hamuune ¢pubposa
mumokappa u ®BJIJK - HezaBucuMbIe
IpPeAMKTOPBI paTanbHBIX apUTMUIe-
ckux cobbiTuit. CrneyetT OTMETUTD,
4T0 Pubpo3 Muokappa 6oee 3Ha-
YYIMBI IPEAVKTOP >KeTyJ0IKOBOM
aputmun, yeM OPBJDK < 35%. Kpome
TOTO, Y 46% IalMeHTOB OOHApPY>KeH
¢ubpo3 MMOKapyia BBICOKOTO PUCKa,
XapaKTepU30BaBIINIICA pacIpeie-
JeHueM KOHTPACTHOTO Ipermapa-
Ta npu nposepeHryu MPT cepnua

3MUKapAManbHO, TPAHCMYPATIbHO
WIM OfHOBPEMEHHO B MEXCKENMY0d-
KOBOJT IIEPEropoaKe M CBOOONHOI
CTEHKe JIEBOTO >Kenyfouka. IIpusHa-
k1 ¢pubposa Muokapia BBICOKOTO
PUCKa CBUAETETbCTBOBAIN O BBICO-
KOM DMCKe BHE3aIIHOM CeppedHON
CMEPTH M >KeTyHOYKOBOI apUTMUIL.
Vicnionp3ys cdopMupoBaHHble B 3a-
Bucumoctu ot ®BJDK nmoparpynmsl,
aBTOPBI UCCTIENOBAHMs paspaboTanu
aNTOPUTM IPOTHO3MPOBAHNUA BHe-
3aIIHON CEPJEeYHOIM CMEpPTU IO Ka-
TeropuaM pucka. [TanuenTs! ¢ ¢pu6b-
posom mmokappa u ®BJDK > 35%
MIMeIV 3HAYUTEIBHO O0TIee BBICOKIIT
PYICK apUTMUN IO CPAaBHEHMIO C IIa-
nyeHTamu 6e3 ¢pubposa u ¢ GB/DK
> 20%. [TarmenTsr ¢ ®BJIDK > 30%,
¢ubposom, Ho 6e3 MPT-npusHakoB
¢ubposa BBHICOKOTO PHCKA MMEIN
HM3KII PUCK BHE3AITHOI CEPIEYHOMN
cMepTH. DTOT AJITOPUTM II03BOJINII
pekmaccnuIMpoBaTh PUCK BHe3aIl-
HOJ CepleYHON CMEPTU LA TPETU
HallVIeHTOB MCCIeRYeMO KOTOPTHI
C OYeBM/IHBIMU TIOCTIEACTBUAMU LA
IPVUHATHSA pelleHNs 110 NepBUYHOM
npoduIakTUKe C UCIONb30BAHMN-
eMm KII.

CoueTaHHOE BbIAB/IEHNE ITaTONOTN-
YeCKMX BapMAHTOB T€HOB, aCCOLN-
UpoBaHHBIX ¢ pasButuem JKMII,
n MPT-npusHakoB OTCPOYEHHO-
ro KOHTPAacCTUPOBAHUS y GONBHBIX
MIMeeT BBICOKYIO IIPOTHOCTIYECKYIO
3HaYMMOCTDb B OTHOIIEHUMU Pa3BU-
THA KaK QaTanbHBIX apUTMUYECKIX
COOBITHIL, TAK ¥ TEPMUHAIBHOM Cep-
II€YHOI HEJOCTATOYHOCTI.

Takum o6pasom, Hammane Gpuoposa
Mmokappga mo gasHsiM MPT n re-
HEeTUMYeCKMX MyTaluil — JiBa HOBBIX
MapKepa I BbIABICHMS OObHBIX
Henmremmveckon IKMII ¢ moBbl-
II€HHOJ BOCIPUUMYMBOCTDIO K BHE-
3aIHOM cepfiedHol cMepTu. OLeHKa
manHbix MPT cepana u reHorunu-
POBaHMA TO/DKHA YYMTBIBATbCA IIPH
oT60pe MAaLMEeHTOB AJIs1 YCTAHOBKIU
umitaaTupyemoro KJI B kagecTse
HEePBUYHOI IPOPUTAKTUKI.

* Di Marco A., Brown PE, Bradley J., et al. Improved risk stratification for ventricular arrhythmias and sudden death in patients with
nonischemic dilated cardiomyopathy. J. Am. Coll. Cardiol. 2021; 77 (23): 2890-2905.
> Mirelis J.G., Escobar-Lopez L., Ochoa J.P, et al. Combination of late gadolinium enhancement and genotype improves prediction of prognosis
in non-ischaemic dilated cardiomyopathy. Eur. J. Heart Fail. 2022; 24 (7): 1183-1196.
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