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PE3IOME [unaTaumoHHas kapavomuonatus (AKMIT) — BTopas no 4actoTe NpUYMHA XPOHUYECKON cepaeyHomn

He0CTaTOYHOCTM U Beaylliee NoKasaHWe K TpaHCMAaHTauum cepaua. Ha paHHux ctanmsax 6onesHb npo-
TekaeT 6ecCMMNTOMHO, 0JHAaKO COXPAHSETCS BbICOKMIA PUCK PAa3BUTUS ONACHbIX A5 XKM3HM XKENYL04KO-
BbIX apUTMUIA M BHe3anHon cepaeyvHoi cmeptn (BCC). CoBpeMeHHble MeToapl AnarHoctukn KM, Ta-
KMe Kak MarHUTHO-pe3oHaHcHas Tomorpadus (MPT) cepaua, cnekn-TpekuHr u 3D-3xokapanorpadus,
ybeanTenbHo [0Ka3anu pasBuTUE CTPYKTYPHO-PYHKLIMOHAbHbBIX U3MEHEHWIA MPaBbiX OTAENO0B CepaLa
(MOC) n ux nporHocTnyeckoe 3HayveHne. MetogoMm MPT cepaua AnarHoctupytoT Gubpos Muokapaa
(®M), Bo3HMKatOWMIA Ha paHHKX cTaauax JKMI. Mporpeccupytowmii pubpos Habnopaetcs y oaHOM
NATOM NALMEHTOB U CBA3AH C Honee yeM 3-KpaTHbIM YBEIMYEHWEM PUCKA CMEPTU U OCNIOXKHEHUI Xpo-
HUYECKOM cepaeyHolr HepocTatoyHocTw. Mpu agekBaTHOM (hapMakoNorMyeckoM M annapaTHOM ne-
YEHUM Y 4aCTU NALMEHTOB MPOUCXOAUT obpaTHoe pemonenvpoBaHue cepaua. OnHako onTuManbHas
W ONUTENbHas MefMKaMeHTO3Has Tepanus He NpMBOAMT K perpeccun OM paxe y nnL, C ynyylleHHOM
dyHkumel nesoro xenypouka (J1K). Pemogennposanue MOC He3aBUCUMMO 0T dpakumu Bbibpoca JIK
asnsetcs npeankTopom BCC, ykasbiBaeT Ha nporpeccupoBaHue 3aboneBaHus, npeasellas Hebnaro-
NpUATHBIA McxoA. PacnpoctpaHéHHocTb pemonenvpoBanus MOC noctoBepHO He onpepeneHa, o4Hako
cucTonmyeckas anchyHKLMS NpaBoro Xenynouka 3aperncTtpupoBaHa y 34-65% naumentos ¢ JKMIT.
fopoBas 1 nocneayrowas cMepTHOCTb naumeHTos ¢ KM octaeTcs BbICOKOMN.
MPT cepaua ¢ KOHTPACTHbIM YCUAEHUEM CTana 30/10TbIM CTaHAAPTOM AuarHoctuku KMI1 u pewato-
MM AN cTpaTUdMKaLMKM pyUcKa M NporHosa 3abonesaHus. JledeHune naumentoB ¢ AKMI asnsetcs
CNIOXHbIM MpoLeccoM. ALeKBaTHas MEAMKAMEHTO3HAs M MHCTpyMeHTanbHas Tepanus B 40% cnyyaes
NpUBOAUT K 06paTHOMY peMoAen1poBaHUIO CepALa, KOTOPOEe MOXET ObITb HEYCTONUYMBBIM.

KnioueBble cnosa: [OMNaTaLMOHHAsA KapAMOMMONaTus, peMoLenvpoBaHue cepAaLa, NpaBble OTAeNbl cepaua, crpatnduka-
uma pucka, Grubpos Mmokapaa, AedopMMpyeMoCcTb MMOKapAa, NeveHune
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KoHgpnuKT uHtepecos ABTOpbI 3asBAOT 06 OTCYTCTBMU KOH(IMKTA UHTEPECOB

BnaropapHocTb, puHaHCMpoBaHMue MccnenoBaHue He MMeeT CMOHCOPCKOM NOAAEPKKM

BJIHIIT — 6710Ka/1a JIeBOI HOKKM Ty4Ka ['ca 1T — IIpaBoe Ipeacepaue

BCC  — BHe3amHas cepeyHasi CMepTh HVYII — HaTpuitypeTndeckuii menTuf,

o — JIOBEpPUTEIbHbIV MHTEePBaJ IIOC — mpaBble OTHENbI cepalia

OKMIT — punatauyoHHasi KapAMOMUOIIaTUS PemC — pemopenypoBaHue cepaia

oM — nedopMauys Muoxkapaa PC  — puck cmeptu

KA — KeJTyL,0uKOoBasi apUTMUST CB  — cepmeuHblif BHIOPOC

VKl — MMIUIaHTMPOBAHHbI KapauoBepTep nebubpuuisaTop CPT — ceppeyHas peCMHXPOHU3UPYIOLIAsS Teparnst
KIP — KOHeUHO-AMACTONINYECKUii pa3Mep TC  — TpaHCIUIaHTaLMSI CepALa

KIO — KOHEYHO-IMACTONNUYECKUIT 0ObEM ®B  — ¢dpakuus Beib6poca

KCO — KOHEYHO-CUCTONMNUECKUIT 06BEM OM — pubpo3 mmokapma

JDK — JIeBBIIA JKeNlyfoueK @Il — dubpwIsIIMS Ipescepanii

MIIK — mexaHmyecKas MO IepskKa KpOBOOOpaIeH s XCH — xpoHMyeckasi cepaeyHasi HeIoCTaTOUHOCTh
MPT — MarHMTHO-pPe30HAHCHAsI TOMOTpadust YCC — yacroTa cepAeuHbIX COKpalleHMit

(0)3 — OTHOILIeHVe PUCKOB 3xoKT — sxokapauorpadus

IDK  — mpaBblit sKemymouexk LGE — (Late Gadolinium Enhancement) mo3aHee KOHTPacTHOe

yCuieHne raagoJiMHmuemM
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BBEOLEHUE

HOuinatanmuonHas kappuomuonatusa (AKMII) — rene-
TUUYECKOe WM MpuobpeTeHHOe 3aboseBaHKue MUOKapIa,
KOTOpOe XapaKTepusyeTcsl OwiaTalyeil U CUCTOIuYec-
Kol mucdyHKImeit seBoro kenymouka (JDK) mim oboux
SKeTYIO0UKOB, ¥ He SIBJISIETCS CAefCTBUEM MIIeMUyecKoit
6Goe3HM cepflla WiIX COCTOSIHUI, MPUBOIOSIINX K Tepe-
Tpy3Ke AaBieHueM wiu o6bémom [1-3]. IKMII o6ycioB-
JieHa TeTepOreHHbIMU MPUYMHAMM M pasauyHa B CBOUX
(beHOTUTTMYECKUX M KIMHUYECKUX MTPOSIBJIEHUSIX, SIBJISIET-
cs1 cBOe0o6pasHoii MOMEIbI0 CepIeUHOli HeJOCTaTOUYHOCTH,
OT/IMYAIOIEICS OT XPOHMYECKON CepAedyHol HemocTa-
touHoctu (XCH) npyroii sTuonoruu, yaije rnopaxarouieii
noxkusaoe HaceneHue [4]. YeIoBHO 3a6oneBaHue pasens-
IOT Ha CTaiUM: JOKJIMHNYECKasl, paHHSs da3a 6e3 YETKUX
(dbeHOTUTIIMYECKMX TIPOSIBIIEHNIT U KiayHMYeckast dasa [5].
Ha craguy paHHeil OMarHOCTMKM IallMEHTBbI, KaK Ipa-
BWIO, Mojiofipie (3—5-e mecsTuieTue XU3Hu), MHOTUE U3
KOTOpPBIX He uMeloT cuMinToMoB XCH, HO MMeIOT BbICOKMIA
PUCK pa3BUTUS OMTACHBIX JJI51 SKU3HU SKeTyLO0UKOBbIX apUT-
muit (KA) u BHesamnHoit ceppeuHoit cmeptu (BCC) [1, 5].
ITaToreHeTHUECKUM Cy6CcTpaToM GOPMUPOBAHMS peMOIe-
nupoBanus cepaiia (PemC) u pasButust JKA siBnsercst puo-
po3 muokapzga (®M) [4, 6]. PM — ki1oueBoe IIaToIoTnIec-
Koe u3meHeHue mpu IKMII, KOTOpoe MOKHO O6HapPYKUTb
M0 TO034HeMYy KOHTPAacTHOMY YCUIEHUIO TaJoNuHUEeM
(LGE — Late Gadolinium Enhancement). XapaKkTepucTuka
cepala C MOMOIIbI KOMIUIEKCHOTO MarHUTHO-PEe30HaHC-
Horo Tomorpaguueckoro (MPT) muccieqoBanusi, BKIOYAst
HajmuMuue ¥ Jiokanusanuio LGE, craHoBuUTCS (yHIZaMeH-
TaJbHBIM MHCTPYMeHTOM IuarHocTuku IKMII [5, 7]. Ha
PaHHUX CTagusIX OONEe3HU, MPU KOTOPBIX COXPAHSIIOTCS
HOpMaJbHbIe pa3mepsl 1 dyHkuus JDK, MPT cepana mos-
BOJISIET UOEHTUDUIIMPOBATh eaBa 3aMeTHble (GUOPO3HbIE
pyo6usl Mmokapza [2]. Ilpu giauTesbHOM HaGMIOAEHUM
(MenvaHa HabmomeHust 7,9 roma) MaiyMeHTOB C paHHEN
cragueit JKMIT obHapykeHbl oyaru ®M [6]. Pe3ynbTaTsl
MCC/IeNOBaHMST TIOATBEPKAAIOT (aKT TOTO, UTO PaHHSIS
cramus Gose3Hu — 3TO He JO0GPOKAUeCTBEHHOE COCTOSI-
HMe, a xapakTepuctuka ®M momoraeT B cTpaTUdUKaLN
pucka u BbIGOpe TaKTuKM JiedeHus:. IKMIT — guHammu-
HOe 3a60/ieBaHMe C BBICOKOV CMEPTHOCTHIO, SIBIISIIOIIE-
ecst BTopoit mo uvacrote npuuuHoit XCH 1 mokasaHuem
K TpaHcmaHtauyy cepgua (TC) [8]. IIpu agmexBaTHOM
(apmakosornueckom  anrapaTHOM JIeYeHUM y YacTu
MalMeHTOB MIPOUCXOOUT 06paTHOe peMmoaenpoBane JDK
¢ HOpMasM3alueii ero pa3mepoB u GbyHKIyu [9]. OmHaKO
HeCMOTPSI Ha KasKkyleecs: paspelieHne 3a6oneBaHms, 3Ha-
YU TelbHAS YaCTh NMAlMEHTOB yMUPAeT WM UMeeT XyIline
K/IMHUYECKMe M MHCTPYMeHTaabHble okasarenu [10].

HNunatanust JDK onmcaHa Kak MpeauKTop paHHuX JKA,
a ero OUCOYHKUMS TPUBOOUT K M3MEHEHUIO pPa3sMepoB
kamep npaBbix otaenoB cepana (ITOC), ux coxkpaTumoc-
T Y OUACTOMMYECKOi (PyHKIMU. MCchHYHKINUS MTPaBOTO
skenymouka (IDK) 6osiee MPOrHOCTUYECKM 3HAUMMA, UEM
muchynkuusa JOK. Junatauys v guchyakuust IDK nmeror
MIPOTHOCTUYECKOe 3HaueHMe, CBSI3aHHOe C YXYAlleHeM
(YHKIIMOHANBHOTO CTAaTyca M IMPOTPeCcCUpYIoIeil Hemo-
cratrouHocThi0 JDK [11]. Pemopenuposanme I1OC He3sa-
BUCUMO OT ¢pakiuu Boi6poca (PB) JDK sBisteTcs mpe-
nuxropoMm BCC [12] 1 ykasbiBaeT Ha IpoOrpeccupoBaHNe
3a6oeBaHus, IpeiBeNiast HeGIaronpusITHoI ucxon, [13].
MexaH13M MOBBIIIEHHOTO pucKa KA y malieHTOB C JUC-
dyukimeit TDK u Henmmemudeckoit auchynkuyeit JDK He
U3y4eH [6].
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Bonee nByx necaTuneTuii Hasan M3yuyeHME CUCTOIM-
yeckoit pynxumu IDK y nanyenTtos ¢ IKMII npoBogmiaoch
MHBA3MBHBIMM MeTOLAMM, TaKMMM KaK TePMOOVIIIOLNS
MY KOHTPACTHAasE BEHTPUKYAOrpadusi, KOTOpble peaKo
NpUMeHsUIM B KIMHMKax. CoBpeMeHHble MeTOAbl Juar-
Hoctukyu (MPT ceppuia, Crieki-TpekuHra m 3D-3xXoKap-
nuorpadbum (9xoKT)) y6enuTenpbHO HOKa3aau CTPYKTYP-
HO-(yHKIMOHAMbHbIe M3MeHeHust [1OC y naun ¢ JIKMII,
UX TIPOTHOCTMYECKOe W TepaleBTUUYeCKoe 3HaueHue
[14-15]. XoTs pacmpoCTpaHEHHOCTh PEMOIEINPOBAHMS
ITOC pocToBepHO He ompefesieHa, IO HEKOTOPbIM JaH-
HBIM cucTonuueckas auchynkuusi TDK saperucrpupo-
BaHa y 34-65% maumentoB ¢ OIKMII [16]. OuchyHKims
[DK — He3aBUCUMBII IPOTHOCTUYECKMII MapKep CMepPTH,
MPeIUKTOP OMACHBIX IJIS1 KU3HU apUTMMUI, TOBTOPHBIX
TOCIIMTANINM3aLMIT M BBDKMBAEeMOCTM manueHToB 6e3 TC
[13]. V i ¢ @B JDK menee 35%, yactoTta OuchYHKIN
IDK cocraBnsier 30-70%. Takue 3HaueHust GyHkumm JDK
SIBJISIIOTCST TIOPOTOBBIMMU J1J1S1 MUMILIAHTALIMM KapauoBepTe-
pa gedubpwuiaropa (UKMO) [17].

[Teperpy3ka >kelnymoOYKOB Cepflia C CUCTOIUYECKON U
IMacToMMYecKoi auchyHKIMeil Hen36eKHO BAMSET Ha
pabory npencepanii. Ipencepauplii puOpPo3 U mpeacepm-
Hasi MUOTIATHSI CTIOCOOCTBYIOT YBEIMUEHMIO U AUCHYHKIMM
npasoro npeacepaus (I11), yTo B panbHeileM IPUBOOUT
K CHIDKEHMUIO cepieuHoro Bei6poca (CB) u skusHeyrpoxka-
IOUIMM HapylleHusIM puTMa ceppua [18]. YBemueHHbIN
06bEM I1I1 sB/IsSIeTCST He3aBUCUMbIM IIPEIVKTOPOM CMep-
i, TC, TOBTOPHO TOCTIUTAIN3ALIUY U Pa3BUTUS GUOPUII-
mauuy/Tpernetanus npencepnuii (OI1) [19].

N3yuenue noxasateneii [IOC urpaet BaskHYIO pPoOjib B
crpatuduraunn pucka cmepty (PC) naumentos ¢ IKMII, a
KOMILJIEKCHBIN aHaIN3 6MaTPUATbHON Y GMBEHTPUKYIISIP-
Holi medopmaliy Muokapaa (IM) MOKeT Crtoco6CTBOBATh
yayumenuio crpatudukanymu PC ¥ BHEAPEHMIO HOBBIX
pexkomMeHzanuii mo neuveHuio [4, 20]. Takum obpasom, B
BefeHuy nauyeHToB ¢ JKMII akTyasbHbIM SIBJISIETCSI paH-
Hss1 crpatudukauust PC, BeISIBJIeHMe U TIpeoTBpalleHne
CepAeYHO-COCYAVCTBIX OCIOXKHEHUIA.

LlesbIo McCaegOBaHMA OGbIIO VI3yUeH)E COBPEMEHHbIX
MeTOA0B AMarHocTuky u nedeHnst JKMII co CTpyKTypHBI-
M1 U QyHKIMOHANBHBIMM M3MeHeHusiMu I10C u ux mpo-
THOCTMYECKOe 3HaueHMe.

MNATO®PU3NONOINA PEMOLE/IMPOBAHUSA CEPLALA
NPU DUNATALLMOHHOM KAPOUOMUONATUN

[Tpu OIKMII B oTBeT Ha IOBpeXIeHue MUOKapLa min
TreHeTMUYeCKyl0 aHoMannio passBuBaercss PemC, xapakre-
pusymwonieecss AynaTauyeil M HapylleHMeM CHUCTOIn4Yec-
Koit dbyHkuyyu He ToiabKo JDK, HO u uvacto IDK [19-20].
MornexynspHble, KJIeTOUHble M TUCTOIOTMYecKue Mu3Me-
HeHMsI MMOKapha OIpenessioT MaKpOCKONMYeCKM pas-
Mep, dopmy U QyHKLMM cepHeyHOoil MbIILbI [3—-4]. PemC
CBSI3aHO C aKTMBalLMell HeNpPOIHIOKPMHHBIX, Mapak-
DPUHHBIX ¥ ayTOKPMHHBIX (aKTOPOB, KOTOPBIE IOBBIIIA-
I0TCSI TIOCe TOBPEXAEeHMSI Muokapma Ha (oHe Hamps-
)keHUs1 cteHKM JDK M remomyHaMuyeckux HapylleHU.
[Tatodusmonornueckue uaveHeHust mpyu IKMII BKIouaoT
CHIDKeHMe ymapHoro o6béma u CB, a Takke IMOBBIIIEHME
KOHEYHOTI0 AMaCTOMMYeCKOro faBnenys. KomneHncatopHas
006bEMHas Ieperpys3Ka MPUBOIUT K YBEIMYEHMIO ITpeqHa-
TPY3KM, UTO CIIOCOOCTBYET YBEIMYEHMIO TOCTHATPY3KY U, B
KOHEYHOM UTOTe, TIOBBILIeHNI0 HanpsokeHus: cteHku JDK.
Hatpuitypernueckue nentuabl (HYII) BBICBOOOXKIAIOTCS B
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OTBeT Ha pacTsbKeHue MUOoKapaa U IeiiCTBYIOT KaK KOHTP-
pery/siTopHble TOPMOHBI, CITIOCOOCTBYIOIIME HATPUIType3y,
IMypesy, BasoguiaTaluy U SBJASIOTCS MapképoM Heb6a-
TOMPUSTHOTO MPOTrHO3a. YBeJINYeHe YPOBHS Pa3IMUHBIX
MeouMaTopoB BocnaseHus ((pakTopa HeKpo3a OIyXOIu o,
MHTEpJIEiKMHA U ApP.) MOATBEPXKIAIOT BOCIIAJIUTENbHbIN
reres JIKMII.

OCHOBHBIM KJIETOUHBIM MEXaHM3MOM SIBJISIETCSI aIlo-
NITO3 KapIMOMMOIIUTOB, KOTOPBI mpuBoguT k PemC, a
Takke BbIpaKeHHbIE OUCTPOdUUECKUe M3MeHeHUs Kie-
TOYHOJ CTPYKTYPbI MUOKapAa. YIbTPaCTPYKTypHOE PEMO-
IenpoBaHyue COCTOUT M3 M3MeHeHMs (HOpMbI sigpa C
KpaeBoill arperauueil IIbIOOK TeTepoXpoOMaThHa, YBEeIN-
YeHUs] KOMMYEeCTBA MUTOXOHJPUIL, HAKOTUIEHUS JIUTIUTI-
HBIX Kamejib U IMuKoreHa. @MHAIbHBIM 3TAIllOM SIBJISIETCS
HEKPO3 KapaAMOMMOIIUTOB — HeoOpaTumasi JeCTPYKIMs U
JIN3YC OpraHesul, CONPOBOXAAIOUINIICS BpacTaHMeM KOJI-
JIaTeHOBBIX BOJIOKOH B paclajarwluecs: KapauoMUOLM-
Tol. ®M (ompenensemblii metogoMm MPT ceppua) mosxkeTr
BO3HMKATh B BUJE OUaroBOro 3amelieHus (pyOLOBOIL)
TKaHU, MHTEPCTULMATIBHOTO U TIepUBACKYISIPHOTO (Gub-
po3a, KOTOpble MOTYT MPOTEeKaTh MHapasielibHO U CTa-
HOBUTBCSI CYOCTPATOM [IJISl KM3HEOTIACHBIX apUTMUIL U
JaJbHEeIIero HapyueHus: MeXaHnuecknx QyHKIMii cep-
1a. ['ucronornyecky oTMedvaercs: runepTpodus, aTpodust
IO ONHOI TpeTu MUOLUTOB, TOBbILIEHHOE KOJINYECTBO
¢bnbpo3a M M3MeHeHue 3MEeMEHTOB LMUTOCKenera [2, 5].
MaKpOCKOITMYECKM HABTI0IAeTCST KapaAMOMerasiusi, TOCTH-
raoIasi TMraHTCKUX pasMepoB, peobiagaHe quaaTaum
Kamep ceppia Haj rurneprpodueii, XxapakTepHoe JJIsl IKC-
LIEHTPUYECKO rUIepTpoduu, MPUPOCT MacChl cepalia Ha
19,7-20,7% nipu pasnuunbix Bugax IKMII o cpaBHeHUIO
C YCJIOBHOV HOPMOIA, yBeIuMYeHre TIOTHOCTY MMUOKapaa,
CBSI3aHHOE C pa3BUTHEM MKUOGUOPO3a ¥ MHTEPCTULIMAIb-
Horo oréka [3, 21]. IKMII xapakTepusyeTcsi CI0KHBIMU
M3MEHEHUSIMM SJIeKTPUUECKMUX CBOJCTB JKeTyI0YKOBBIX
KapAOMMOLUTOB, Ipepacrnonaranmyumy K XKA [22]. IIpn
9x0KI' B ueThIpéxKaMepHO MO3ULIUU CpefHUe BeTUUMHbI
KOHEUYHOro auacronunyeckoro oobéma (KIOO) JDK mpum I, ITA
u IIb cragusx XCH mpeBbIIalOT MOoKa3aTeau KOHTPOb-
HO¥ rpyrnbl HA 51%, 86% u 104%, a cpegHMe BeTUUYMHbI
KOO IDK — Ha 19%, 37% u 63% cooTBeTCTBEHHO. TakuM
obpasom, mporpeccupoBanve XCH y 6ombHbIX ¢ JKMII
cornpoBoknaetcst yBennueHreMm KIO 060X 5KelmyqouKoB,
Ho mwnatauust JDK pasBuBaercst 6pIcTpee, yeM IMPaBoOro.
CpenHyue BeIUYMHBI KOHEYHOTO CHMCTOIUYECKOTO OObE-
ma (KCO) JDK n KCO IDXK Ha I ctagun XCH mpeBbIIaOT
HopMmy B 2,3 u 2,1 pasa, Ha ITA craguu — B 3,5 u 2,5 pasa,
a Ha IIb — B 3,9 u 4,2 pa3a. OTO CBUIETEIbCTBYET O TOM,
yto npu nporpeccupoBanuu XCH y maumentos ¢ JKMIL
1ouTy npornopumoHanbHo yBenuuaeTcss KCO JDK m IDK.
Hapacranne nunartauyn JDK conpoBOXKIaeTcsl yBeauueH -
€M IMaCTOINIECKOTO ¥ 0COOEHHO CUCTOTNYECKOTO MHIEK-
ca cpepuunoctu. Ha I u ITA craguu XCH piamua JDK npak-
TUYEeCKM He MeHsieTcs U juiib Ha IIB cTaguy HeCcKOJbKO
BO3pacTaeT, CBUAETENbCTBYSI O TOM, UTO OH MeHseT Tpo-
CTPAaHCTBEHHYIO T€OMEeTPIIO, CTAHOBUTCS Gosee chepuu-
HbIM. [To Mepe Hapactanus Tsokectv XCH mapasnienbHO
BO3pacTaeT 06béM u mavHa DK nmpenmyiecTBeHHO 13-3a
yBeJIMUeHMs TIoTepeuHbix pasmepoB. IDK mpuobperaer
mapoobpasHyo Gopmy 3a CYET pacIIMpPeHUs] CBOOOIHOI
cTeHKM [23]. B pesynbTare jeueHus: BO3MOXKHO 06paTHOe
PeC, ompernensiemoe kak yBennueHue ®B JDK Ha 10-50%
OT MCXOOHOV U CHIDKeHMEe MHIEKCUPOBAHHOTO KOHEYHO-
muactonuueckoro pasmepa (KIP) JDK na 10% (KIIP 6onee
33 mm/Mm?) [4].
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CTPATUDOUKAL NG PUCKA CMEPTHU

CoBpeMeHHbIe JOCTVKEHMS B 00/1aCTV T€HETUUYECKOTO
CeKBEHMPOBAHMs M BU3yaau3aluy cepaia, 0CO6eHHO B
OTHOILIEHMM KOJMYEeCTBeHHO oueHku ®M u 1M, no3Bo-
JIATIU UAeHTUGULIMPoBaTh MauueHToB JIKMII ¢ BhICOKMM
PC. Crpatudwukanusi PC ocHOBbIBaJach Ha CTEIIEHU UC-
dyuxuum JDK M HaIMYMM CUMIITOMOB. [Ijisi TIPOTHO3M-
poBanus pucka BCC 6bUIO CO3MAHO HECKONbKO MOZesneit
MPOTHO3MPOBAHMSI, BKIOYAIOUIMX KIMHUYECKNE, Cephey-
HO-JIETOUHbIE TTepeMeHHbIe U JIabopaTOpHbIe MTOKa3aTeNn
KpoBu. OMHAKO HY OFHA U3 HUX He oKasasnach crenubny-
Hott myig IKMIT 1 He BKJIIOUeHa B MeXAYHApPOLHbIE PEKO-
meHpauuu [20].

[Mauuenter ¢ OKMII, nepeHeciuire BHE3alHYIH OCTa-
HOBKY ceppua, B 70-80% cnyuasix umetor ®B JDK 35% u
Bollle [24]. [Ipu nérkoit u ymepeHHO cHMKeHHOI OB JDK
cHkeHre @B IDK gBisieTcsi mpeauKTOPOM apuUTMuMUec-
Kux cobsrtuit [25]. Oucdynkuus IDK — He3aBUCKUMBIN
MPOTHOCTUYECKMI MapKEpP CMepTH, MPeJUKTOP OMaCHbIX
ST KU3HU apUTMUIA, TTOBTOPHBIX TOCHUTAIU3ALUI U
BbDKMBaeMoCTy nauueHtos 6e3 TC [26-27]. V mui ¢ OB
JDK menee 35% uactora gucdyHkuum [DK cocrasisieT 30—
70%. Takue uzmeHenust GyHKIyM JDK SBIISIIOTCST TOPOTO-
BoiMy 1t IK]T [17]. Ouenka @B IDK y iny, ¢ IKMIT mosket
6bITh BaskHOI YacThi0 OTOOpa KaHamupatoB Ha VK] [28].
Bmecte ¢ Tem @B IDK gBisieTcss npegKTOPOM pasBUTHS
IIOKOBOTO cpabaTeiBauust iy cmeptu ot UK [29].

B Hactosimee Bpemsi mis crpatudukauyu PC mpu
IOKMIT aktuBHO ucronbsyetcss MPT cepatia. @eHomeH LGE
CTasl MpeMeTOM HeCKOIbKMX MeTaaHaau30B, pe3ylbTaThl
KOTOPBIX YKa3bIBAIOT, UTO HAJIMYMe OUaroB KOHTPACTHOTO
HaKOIJIEHUS SIBJISIETCS He3aBUCUMBIM MPEIUKTOPOM Cep-
JIleqyHo-cocyauctoit cmeptHocT U KA [7]. dddexr LGE
omnpenensercs y 30% naumentos ¢ JKMII u mo3Bonsiet
niporHosupoBaTh BCC y mamyenToB ¢ @B JIK 6onee 40%,
KOTOpble He COOTBETCTBYIOT KPUTEPUSIM TeKYIIUX PeKo-
MeHIALN, ¥ MOXKET MCITOJNIb30BaThCs C IIebI0 OTOOpa
mnst UK. Hanuume LGE sBnsieTcss (pakTUUeCKU emuHC-
TBEHHBIM HE3aBUCUMbBIM IPEIUKTOPOM apUTMUUECKUX
coberTuit mpu JKMII ¢ ®B JDK 6Gonee 35%. IlaiueHThbI
¢ LGE n ®B JIX 6omnee 35% uMenyu 3HAUUTENBLHO Oosee
BBICOKMI PUCK apUTMMII MO CPaBHEHUIO C TalMeHTaMM
6e3 ragonuHus ¢ ®B JDK ot 21 o 35% [30]. B uccinenosa-
Hun MINICOR (Multi-Modal International Cardiovascular
Outcomes Registry) MPT nmattepH LGE cBsizaH ¢ 1,5-kpat-
HbIM yBenuueHueM PC orT Bcex mpuumH, pucka TC u
MIpMMEeHeHMsT BCIioMorarejabHoro o6xomuoro JDK (oTHO-
menue puckoB (OP) 1,45, 95% moBepuTeNIbHBIN MHTEpBA
(o) [1,03; 2,04]) un c 1,8-kpatHbim (OP 1,82, 95% 1IN
[1,20; 3,06]) puckom BCC m UK [31]. [IporpeccupoBaHue
®M, ouenmuBaemoe mo crernenu LGE, cBsi3aHO ¢ ILIO-
XM MOPOTHO30M [32]. ®M sBAsieTCSI CTOVKMM MapKEPOM
pucka y maiyeHToB ¢ JKMII 1 Ha (oHe ONnTuMaabHOI
MeOMKaMeHTO3HOl Tepamnuy He perpeccupyeTr naxe y
auI, ¢ yaydnieHHO# dyHKumeit JDK. TIporpeccupyrommmii
bubpo3 HabmomaeTcs y OJHOM MSATOI MaleHTOB U CBSI-
3aH c Oosee yem 3-KpaTHbIM yBenuuenueM PC. Takum
o6pasom, cepuiinbie oeHKM ®M ¢ omonibio MPT moryT
YAYYIIUTD CTPpAaTU(GUKALINIO PUCKA Y ManyueHToB ¢ JKMII.
B mpoBemenun MPT ceppiia Gosbllle BCETO HYKIAIOTCS
MalMeHTbl C UMIIAHTUPYEMbIM CepAeYHbIM YCTPOVICTBOM
ILJIST TIPEAOTBPAILEHUST CEPbE3HBIX CEPIIEUHBIX COOBITHIL. B
HacTosIee BpeMsl MOSIBMIMCh YCTPOMCTBA C HACTPOIIKO
«besomnacHsiit pexkum MPT», KOTOpPbIi MTO3BOJIUI MTPOBO-
IUTh CKaHMpPOBaHME BO BpeMsi paboThl yCTpoiicTBa 6e3
pucKa [t 30POBbs MallyieHTa ¥ UMITJIAaHTUPYeMOro yCT-
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poricTtBa [33]. Pe3ynbTaTbl MHOTOLIEHTPOBOIO MCCIeA0Ba-
Hus nanuenToB ¢ IKMII metomom MPT cepnua rnoxkasanu:
napamMeTpbl IM 060MX sKeTyI0UKOB cepJilia SBISIOTCS 3Ha-
YMMBIMY ITPEOVIKTOPAMY HeGIarompysITHBIX UCXOLOB [34].
B Hacrosiiee Bpemsi npoBoauTcs ucciaenoBaHue CMR-
GUIDE (Cardiac Magnetic Resonance GUIDEd Management
of Light-Moderate Leventricular Systolic Dysfunction)
(NCT01918215), pe3yibTaThl KOTOPOT'O JO/KHBI OTBETUTD
Ha Bompoc: yayumaeT au VK] ucxompl B MOMYASUUU C
UIIeMUYECKON WIX HeUIIeMUUYeCKOi KapauoMMOoIIaTue
(®B JIX ot 36 1o 50%) c 2 u 6o1ee cermentamu LGE.

Emé omuum mertomom crpatudukaiumu PC gBasercs
onpenenenne M npu nomowmm MPT, Kotopas BbIpa-
’KaeTcsl Kak IMPOLEHTHOe M3MEeHeHMe IJIMHBI MMuoKapzaa
(YKOpOoYeHMe B IPOJOAbHOM/OKPY)KHOM HaIlpaBAeHMSIX U
yIJIMHEeHMe B PafivaibHOM HampasiaeHun). [IM mo3Bossier
OGHApPYKUTh HEe3HAUUTEIbHbIe AHOMAJIUU Yy POICTBEH-
HMKOB TAlMEHTOB C CapKOMEPHBIMM MYTalMSIMM, HO C
HopmasibHOit @B JDK u o6mémom JDK. C yxynuieHMeM
[7106aJIbHOM MTPOJOMbHOI fedopmanuu Ha 1% yBenuuuBa-
etcst PC ot Bcex mpuunH (OP: 2,10; p<0,001) He3aBUCUMO
oT ®B JDK u Hamuumst win crerenu LGE [15].

B MHOTOUMCJIEHHBIX MCCAENOBAHUSX ObLIO OOGHApPY-
SKeHO 3HAaueHMe KIMHUKO-Tab0paTOPHBIX MAHHBIX TPU
cTpatudurauuy pucka namyeHtos ¢ JKMIIL. Tak, Mo3ro-
Boit HVII u N-koHueBoli npomo3srosoit HVII cBsisaHbl co
CMEpTHOCTBIO OT BCeX NPUYMH, a 3Ha4YeHMe TPOIIOHMHA
T 6oseel8 HI/n gBsSETCS IMPOTHOCTUUYECKUM (HAKTOPOM
CMEpPTHOCTU OT BCeX IMPUUMH TNIPU HEeUIIeMUUuecKoi cep-
JledHoit HemocratouHocTH [20].

OAUNCOYHKLUMA NPABbIX OTAENIOB CEPALIA M
EE OAMATHOCTUKA

[IT urpaeT BaskHYIO POJIb BO B3aMMOZENCTBUM PAOOTHI
KaMep ceplia M CUCTEMHBIM KpPOBOTOKOM. HopmanbHas
MexaHuveckast GyHkius [T obecreunBaeT OCTATOUHbBIN
BO3BpaT KPOBU K CEpAlly M MpefoTBpaliaeT BeHO3HbIN
3acroit. Ilpu IOKMII cucronmueckass M OuMacTOIMUeCcKast
muchynkuus JDK Bbi3biBaeT meperpysky IDK, yxymimast
€ro OMacToNM4yeckyro (YHKIMIO; yBeauyuBaeT (QyHKIM-
OHaJIbHYI0 TPUKYCIUAAIbHYIO peryprurauuio, KoTopas
nporpeccupyet Ao HemoctaTouHoctu IDK. Pacmupenue
kamepsl [T n HapymeHne ero GyHKIUM B AaJbHENIIEM
criocobeTByeT ymeHbiieHMio CB. HeiiporopmoHaibHbIE
Hapymenus pu Gubpo3Hom pactsskeHuy T TposIBs-
I0TCSI UYpe3MepHO [e(deKTHbIM CHUHTE30M IpeCcepaHbIX
HVII. Takue mpoliecchl Kak IpencepaHast JUCCUHXPOHMS,
dubpo3 u munaTalus MPUBOAAT K IMPOTPECCMPOBAHUIO
TIpeicepIHOI MMUOTIATUM U K MEXIIpeIcepaHoi 6r1oKkaze,
a B koHeyHOM utore K @I1 [18]. uTepctunanpHbiii ®M
SIBJISIETCS OTJIMUMUTENIBHON YepTO MHAYyLIMpPOBaHHOTO OIT
peMoenupoBaHus TNpefcepauii U CBsi3aH C OuiaTaly-
eii kamep, chepuyeckoit medopmaiveil M CHUKEHUEM
dbyHKIIMM TIpemcepauit, UTO eIlé OOoJblie CIIOCOGCTBYET
passutuio OII.

PesynbraTel ndyuenus III1 ¢ momompio MPT mpogne-
MOHCTPUPOBAJIM 3HAUUTE/bHOE CHMKeHMe [IM y mamm-
eHToB ¢ JKMII. 3nauenne IM IIIl y maumentoB ¢ XCH
SIBJISIETCSI HE3aBUCYMBIM IIPeJMKTOPOM He6MIarompusiTHbIX
KIMHUYECKUX COOBITHI, a MHIEKC 00béMma [T cuntaercs
He3aBUCMMBIM IpegukTopoM cmepTy, TC ¥ MOBTOPHOI
rocoutamm3auuu [19]. I[Ipu JKMII ¢ TsskénsiMy Hapyine-
HusiMu GyHKUyM I MOBBIIIEHHBI MHAEKC rtommany I1I1
u ero HapyuieHHas JIM yKa3bIBalOT Ha HeGIarompusiTHbIN
MIPOTHO3 M OTCYTCTBME OTBeTa Ha CepIevyHYI0 PeCUHXPO-
Hu3upyloyio Tepanuio (CPT) [35].
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Munonaruyeckoe mnopaxenue IDK sBisieTcss MHOro-
(bakTOpPHBIM MPOLIECCOM U 3aBUCUT OT 3THOoNOorMM JKMII.
BuBeHTPUKYIISIpHOE TMopaskeHMe Habmozaetcst y 30-40%
nauyeHToB ¢ IKMII, mpu4yém OUH U TOT 3Ke MuUomaTnyec-
KU1 Ipo1iecc mopaxkaet o6a skenymouka [14]. [IpegukropomM
nuchyukuyy [DK aBnsetcs Huskas @B JDK u cucronmyec-
Kasl B3aMIMOCBSI3b KeJIyIL0YKOB Yepe3 MeXXKelyI0YKOBYIO
reperopoKy, T.e. paamep, popma 1 MOJATINBOCTb OTHOTO
>KeNMyJlouka BIMSIOT Ha Apyroii [13]. U3-3a cucronmyec-
KOI1 XKeJTyJOYKOBOI B3aMM03aBUCUMOCTY HapylleHNe CUC-
TOJMIMYECKOV (YHKUMM MEeXKelyoOUKOBO IeperopoiKku
TIPUBOIUT K CHYDKEHWUIO CUCTOMMYecKoi dyHKuym IDK.
Mpima IDK npemmyleCTBEHHO COCTOUT M3 IIPOLOIb-
HbIX MBbIIIEYHBIX BOJIOKOH; BO BpPEMS CHUCTOJIbI KOJbIIO
TPEXCTBOPUATOrO KjallaHa IlepeMellaeTcsl K BepxyIlKe,
MPOUCXOOUT HECKOOPAMHUPOBAHHOE COKpalleHue B Mpo-
JIIOTbHOM HaIpaBJIeHUM, KOTOpOe TMPUBOIUT K CHVDKEHUIO
dynkuyn TDK. TIpu 9KCIEHTPUUECKOI TUIEepTpopuu u
YXYOLUIEHUM CUCTOIMYECKOM (YHKIMM pa3BUBAETCS TUC-
cuuxponus IDK, xoTopast siB/iseTcs MapKeépoM Jes3ajarn-
TuBHOI ctaguy XCH. IanueHTsl ¢ 6OIBIION auaaTalen
[DK umeroT 3HaUMUTENbHYIO OMCCUMHXPOHMIO [DK 1 nimoxyio
HACOCHYI0 GYHKIINIO.

CHuKeHMe 17106aIbHbIX TOKa3aTenei cokpaineHus JIDK
MIPUBOJOUT K CHVDKEHMIO CUCTOJIMYECKOTO KeTyL0YKOBOIO
B3aMMOJIEICTBUS U K CHVDKEHUIO COKpPATUTEIbHOI CIo-
co6Hoctu IDK, maske ecnu IDK He ydacTByeT B IATOJIOTU-
YecKOM IIpoliecce, BBI3BIBAIOIIEM CUCTOINYECKYIO INC-
dynkuuio JDK [13]. ITo mepe Toro, kak JDK craHOBUTCS
6omee chepnueckuM, BOJIOKHA IT€PETOPOIKM CTAHOBSITCS
MeHee KOCbIMM, YTO PE3KO CHMKaeT MX MeXaHMueCKoe
MPeMMYyILIeCTBO U ellé Gosblle YXYAIIaeT COKPaTUTeNb-
Hyo ¢yHkuuio IDK. B KOHeYHOM MTOre 3TO MPUBOAUT K
KJIMHUYECKOI TTPaBOKeIyIOYKOBO HeIOCTaTOYHOCTU. B
JIOTIOJIHEHMEe K CUCTOINYECKOMY B3aMMOJEeiCTBUIO JKelly-
IIOUKOB cepAla, koraa DK yBenuumnBaeTcs: M pacTIruBaeT
rnepuKapzm, IMacToIMueckoe napjieHue B repukapme u [DK
3HAUUTENbHO TOBBINIAETCS, YTO MPUBOAUT K OTrpaHuye-
HUIO HanonHeHus JDK nepukapmom (repuxapiyuaibHOe
orpanuuenue) u IDK depes mMexKenygouKOBYIO I1epero-
pPOIKy. DTO TaK Ha3bIBaeMoe AMaCTONINYECKOe JKeTyI0UKO-
BO€ B3aMMOJENCTBYe, KOTOPOe UrpaeT BTOPOCTENEHHYIO
ponb B ompenenennu auchyukium IDK npu meperpyske
JDK [14]. Onchyukuus IDK cTana He3aBUCUMBIM MpeINK-
TOPOM CepbE3HBIX HEGIATOMPUATHBIX CEPAEUHBIX COOBITHMIA
(OP 3,2, 95% 1 [1,3; 7,6]; p=0,009) Hapsiay c IUIOIIabIO
IIIT v Bo3pacToM MauyeHToB [36]. [TayeHTsl ¢ AuCchYHK-
uueit IDK — 310 yamie nuiia My>KCKOTO ITOJIa C BBICOKUM
dyukmonanpubiM kiaccom XCH m @I1. CHmskeHne OB
JDK n @I1 moBBILIAIOT BepOSITHOCTh AucyHKummu IDK B
1,06 pa3sa.

V nui, ¢ IKMIT Ha6mofaoTes HapylieHus: 6MBeHTpU-
KyJISIpHOIE 1 6uaTpuanbHoit IM [18, 37, 38]. OTcneskuBaHme
crekn-3xoKT' IM JDK cTajso He3aBUCUMMbBIM IPEAUKTO-
POM HeOMarompusSITHBIX MCXOHOB. IIpeyIosKeHO peryisp-
HOo usmepsaATb M JDK png oueHkmu nporHosa JKMIIL.
O6GHapykeHa CWIbHAasl B3aMMO3aBMCUMOCTb MEXAY
HampsDKeHneM TIpefcepanii U KeaygouyKoB U (QyHKIU-
OHaJbHBIMM MapamMeTpamMu, Bkiatouasi @B JDK u @B JIII.
W3-3a cinoskHoii aHatoMmuy [DK olleHKa 1 BBISIBJIEHME €TI0
panHelt nuchyHKIMM 3aTtpynHeHa. OleHKA MPOTHOCTHU-
yeckoii 3HauuMocTy napameTtpoB DK nokasana BausiHue
@B IDK u ero mobayibHOV MpomonbHOV M Ha 4yacToTy
rocnuTaan3auuii ¥ MpOorHo3MpoBaHMe CepAaevuHoli CMepTu
U CMepTU OT BCex NMpuuMH. [IporHocruyeckasi LeHHOCTb
nipomonbHOiT [IM TDK 6bU1a BbIle, YeM IPYTUX TPATUIIN-
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OHHO MCIIONb3yeMbIX 3X0KI-1i0KasaTesieit CUCTOMMYECKO
¢dynkumm IDK [39].

BaxxHo oTMeTuTh, uTO TONbkOo @B IDK obecrneunBaet
aZleKBaTHYIO OII€HKY MCTUMHHOM II06aNbHOM HaCOCHOI
dyukium IDK. 3D-3x0KT-MeTof, CrocoGHbI Hemocpe-
ctBeHHO u3mepsaTh KO, KCO TDK u HagéxHO paccuu-
ThiBaTh ®B IDK. O6bEéMbI TDK, MomyueHHbIE C TTIOMOIIBIO
3D-3x0KT, KoppenupytoT ¢ o6béMamu DK, omydyeHHbIMU
¢ nmomortpio MPT ceppaiia, a Takke ¢ 00béMamu, TOTY-
YeHHBIMU IIpU KaTeTepusally cepiila MeTOIOM OO6hEM-
HOJi Tepmomwmnouyu. 3D-3xoKI' 3apekoMmeHoBan ce6st
KaK Hambojiee HaJIeKHbII MeTo[, 3aBbliaionii ®B IDK
Bcero Ha 1,16% [40]. Ha ocHOBaHUM KPYIIHBIX KOTOPTHBIX
MCC/IeA0BAaHMIA 3I0POBBIX TOOPOBOJIBIIEB CTAJIV TOCTYITHBI
HOpMaTuBHble 06bEéMbI 1 @B IDK, Briouas pedepeHT-
Hble 3HaueHMs i1 BO3pacTa, pasmepa Tejna u noyia. ®B
IDK Gomee 45% ykasaHa B KayecTBe HVDKHETO Ipefe-
Jjla HOpMbI. B HemaBHeM ucCCIefOBaHMM BBelIeHa Kiac-
cudukanum cucronnueckoin auchyHkuuu IDK: nérkas
(40-45%), ymepennas (30-40%), Tsokénast (meHee 30%)
CTereHb U MOATBEPsKAeHA X MPOTHOCTHUYUECKas IeHHOCTh
[40-41]. 3D-3x0KT no3BosnsieT MpoBoauUTh oueHKy IM IDK
BO BCE€X IUIOCKOCTSIX ¥ Pa3/JIMUHBIX HaIpaBjieHUusX (IIpo-
[ONIbHAs, OKPYsKHash ¥ paauapHasi medopmanus) aHaio-
ruudo MPT cepaua. ITanuenTsr ¢ JKMIT u ceppedno-cocy-
IUCTBIMM COOBITUSIMU (CMEPTh, HedaTabHass OCTaHOBKA
KpOBOOOpaIeHusi, TTOBTOPHASI TOCTIUTAIMU3ALNSI) MMeTu
HapyllleHue II06albHOM TpomonbHON mAedopmanyy TDK
(-10,5%4,5% mnportus -14,3+5,2%, p=0,009), mpomoabHOI
nmedopmaiiuy cBobogHoi creHku IDK (-12,9£8,7% npoTuB
-17,5%7,1%, p=0,046) nu ®B IDK (38+8% mpoTtus 47+9%,
p=0,001), B osimume ot jiuiy, 6e3 cobwrTuit. Y mui ¢ @B TDK
6ormee 43,4% wHabmomanyu Gonee GIarONPUSTHBINA MCXOM
1Mo cpaBHeHMIO ¢ maimeHTamu ¢ @B DK meHee 43,4%
(p<0,001) [42]. IM — mpeIUKTOp CMEPTHOCTH, KOTOPBIA
koppenupyet ¢ ®B IDK, 4To cBUIeTeNbCTBYEeT O IIPEBOC-
xonctee UM, mosyyeHHOI ¢ moMmolnbio 3D-39x0KI, Haf,
IpyruMM criocobamu eé orpemeneHus. Takum o6pasom,
JIOCTYITHOCTb, TIOPTATMBHOCTb, TOUHOCTb ¥ 6E€30MaCHOCTh
genatoT 3D-3xoKI' ofHMM M3 caMbIX YHMBEpPCAJbHBIX
MeTOMOB olieHKM GyHKIym TDK.

MPT ceppiia — 30/I0TOM CTaHAAPT OMATHOCTUKU U
oneHKM IDK, 06bEMbI 1 GYHKIINIO KOTOPOTO MOKHO M3Me-
PUTH C BBICOKOJ TOYHOCTHIO M BOCIIPOU3BOAMMOCTBIO
(mokaszaumst kimacca Ila). Braromapss crioco6HOCTM aHa-
MU3UPOBATh TKaHb MMOKApAa B AOMOJHEHMEe K PacyéTy
06BEMOB U cucTonumyeckoit dyHkiuu MPT mosBosseT
pasnuuath stnosiornto OKMII, oueHuts mnmporHo3 u PC.
MPT crioco6Ha BbISIB/ISITh TKAHEBbIE aHOMAaJIUM (KUPOBAsI
uHGuabTpanys, LGE), 4TO TO3BOJISIET OTINYUTH (PU3NO0-
Jiormyeckoe pemonenupoanue IDK oT maTomornyeckoro.
IIpu OKMII metomom MPT BbISIBJIeHO acMMMeTPUUYHOe
yBeIMYEeHME SKeNYIOUKOB C IpeobiagaHueM OObIINX
06beémoB JDK; cHiskenme dyuakimm JDK u IDK; cy6anmkap-
IVAJIbHBIN UM MMOKapAuanbHblii nartepH LGE, cBsi3aH-
HbIlt ¢ puckoMm BCC [43]. PernonanbHas IM, ouieHeHHas
¢ momoiubio MPT ceppaiia, mpenckassiBaeT passutue JKA.
HeszaBucuMbIMM MIPeAMKTOPAMM BCEX MPUUYMH CMEPTHOC-
T SBIASIOTCS MHAeKcupoBaHHbi KOO JDK (mmpu MPT
6omnee 120,5 mi/m?) u Hanmuuue Gojiee TPEX CETMEHTOB C
@M, KOTOpBIN yBennuuBaeT puck JKA.

Ouenka guccuHxpouun IDK sBsieTCsI HOBBIM MHO-
roobenanummM MOgXomA0M AJisl oueHKM auchyHkimmy DK
u mpordosa 6omesun. Juccuuxponus IDK cBs3aHa ¢ ero
peMonenpoBaHueM, OUCHYHKIMENR, I0X0i reMoauHa-
MMKOJ1 ¥ TIOBBIIIEHHBIM PUCKOM HEOIaronpUsSTHBIX K-
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HUYeCcKMX coObITuit [44]. V maumentos ¢ XCH Henmemu-
YyecKoi 3Tuonoruu npu cpapHeHun ¢ XCH miemmnyueckoit
9TUOJOTMM Ha6Mofanach BbIpakKeHHas MUCCUHXPOHUS
IDK (44,3+17,8° nmportuB 35,8+15,8°, P=0,003), Gombine
06béMmbI IDK (KOO: 302+98 mpotus 243+83 mu, P<0,001;
KCO: 199£86 mpotus 138+69 mi1, P<0,001) u 60/1ee HU3KMIA
nokasarenb OB IDK (36+13% mpotuB 46=15%, P<0,001).
[MTonuHast 6G1oKajma JieBoit HOXKM Iyuyka ['mca (BJIHIIT)
MOKeT emé 6osiee yXYAIIUTb CTEMeHb AVCCUHXPOHUU
IDK. Ouiccuuxponus TDK «cMmsaryaercsi» 3a CYET pe3KOro
CHIDKeHMsI TocTHArpy3ku [DK u IBisieTcst MOTeHIMalbHOM
TepaneBTUYECKOJ 11e/bl0; €€ OlleHKa IMOMOTraeT B CTpa-
TUUKALMY PUCKA U TIPUHSITUM PEIIeHUIT OTHOCUTEBHO
MpoduIakTURY U edeHuss JKMIT.

MPOrHO3

B pesynbTraTe MHTErpMpOBAHHO CTpaTeruu JedeHusl,
OCHOBAHHOJ Ha [OKa3aTeJbHOM Tepanuu, paHHei nuar-
HOCTMKE ¥ CTPYKTYPMPOBAaHHOM HaG6IIOmeHUM, 3a IOC-
JenHue nBa pecatunetus nporHod AKMIT yimydmmics.
PemC gBisieTcsl AMHAMMYECKMM IPOIleccoM, a o6paTHOe
pemonenupoBanue JIDK mpenamosnaraet 61aronpusiTHbIN
ucxon, 6onesun. OmHAKO CUMTaTh IanueHTOoB ¢ JKMII
U3JIEUUBUIMMUCS HeNb3s1; UX CJIeyeT TIATeJbHO U CUCTe-
MaTUYeCKy HabII0maTh, YTOObI BBIIBUTb paHHME MPU3HA-
KI TIPOTpeccupoBaHMsl 3a00/IeBaHMS, a JIeUeHNe CiefyeT
MMPOBOANUTH B HEOIPeIeIEHHO I0arMe Cpoku. Ha mporuos
IOKMIT 1 BeposITHOCTh 06paTHOrO pemoaenpoBanus JDK
BiausioT GyHKuMs DK, GyHKIMOHATbHAS MUTpaIbHas
peryprutauus u Hanuuue BJIHIIT. Pemonenviposanue II0C
nipu IKMII — npu3HaKk Iporpeccupyoliero 3aboaeBaHmst
U SIBJISIETCS] HE3aBUCUMMBIM MPOTHOCTUUYECKUM MapKEPOM
cMmepty, rocimtanusdanuyu mo npuurHe XCH, BbDKMBae-
mocty 6e3 TC U IpeauMKTOPOM apUTMUUYECKUX COOBITHIA.
IMokasaTens ®B IDK meHee 43%, onpefen€HHbIN C TOMO-
b0 3D-3x0KI, MoxeT npenckasaTh XyAUIUIA CepaeyHo-
CoCynMCThIN Mcxon, y nauueHToB ¢ JIKMII [42]. CHuXeHMe
O®B IDK Ha 10% yBenuuuBaeT PC oT Bcex mpuumH Ha 39,6%
(95% N, [16,4; 67,4]), P=0,0003, 4-KpaTHO yBeJNUMBAET
JIETAIBHOCTDh OT BCEX MPUUYMH WIM HeobxomumocTs B TC
[44]. K], cHMKaeT rOJOBYIO JIETaJbHOCTb MALMEHTOB C
JKMII TonbKo 10 23% [45], ofHaKO Y MAlMeHTOB C CUCTO-
nuyeckoi quchynkuyei [DK neTanbHOCTb OT BCEX TPUUMH
3HAYUTENIbHO CHIKaeTcs (oTHoureHue puckos 0,41 (95%
Iou, 0,17; 0,97), p=0,04), B ominumue OT MAlMEeHTOB 0e3
nuchyuakuyu TDK (OP 1,87, 95% U [0,85; 3,92], p=0,12.
B rpynmne nauyueHToB ¢ aucyHkimein TDK umrianTamys
VK[ causuiaa PC or Bcex mpuumH Ha 55%, Torma Kak y
nanyeHToB 6e3 auchyukimu DK nmrutantanus UK He
umena s¢dekra. [No-sugumomy, UK]I 3HAaUMUTETBHO CHU-
skaeT puck BCC y ManyeHTOB €O CHMKEHHOV (QYHKIMe
IDK. K] yBeMuMI BbKMBAEMOCTb ITPU OVBEHTPUKYJISIP-
HOJI HeIOCTaTOUHOCTU TIPU CpaBHEHUM C pe3yJbTaTaMu y
MalyueHTOB TOMbKO C CUCTONMUECKON AucdyHKumeit JDK
(P=0,001) [29].

NNEYEHUE

Benenmne nmauyentos ¢ JKMII BriouaeT TpaguunoH-
Hble MoAxoAbl K jedueHuto XCH, Takue Kak JeKapCTBeH-
Hble miperiapatsl [9], ycrpoiictBa u TC [5, 8]. OcHOBHOI
Henpio JjieueHust nanyeHTtoB ¢ JIKMII gaBnsercss 3amepn-
Jienue mnporpeccupoBanus XCH, ymydineHume KauecTBa
KU3HU M TIPOTHO3a. JleueHMe MOKHO BKIIKOUATh ObICT-
PYIO ONTUMM3ALNI0 06BEMHOTO CTAaTyCa, BOCCTAHOBJIEHME
1ep@y3MOHHOTO [aBJIeHNUs, YIyqIlIeHe COKPATUMOCTU U
pUTMa ceppla, a B cryyae pedpakTepHOi HeA0CTaTOIHOC-
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™ IDK — MeXaHMuecKylo IMOAJePsKKY KPOBOOODAIeHNUS
(MIIK) ynm TC [2].

ITpu agekBaTHOM (papMaKoJIOrMYeCKOM U arrmapaTHOM
JieueHUH (B TeueHue oT 6 Mec 110 2 jieT) y 40% maunueHToB
¢ IKMII mpoucxomguT obpaTtHoe pemopmenupoBanue JDK,
KOTOpOEe CBSI3aHO C AOJATOCPOYHBIM IPOrHO30M; U3 HUX B
15% ciyuastx HOpMaau3yioTcsl pasmepbl U GyHKimn JDK,
coxpausitoiyecs B TedeHue 10 net Ha6mogeHus. OfHaKO
npu 6ojiee MJIUTENbHOM Iepuone Habmomenust (15 ner)
y 5% cocTosiHMe BHOBb yxyauaercs: [5]. OntumanbHast
MeIMKaMeHTO3Has Tepanus (9 mecsleB) y TpeTU Ialu-
eHToB ¢ JKMII moxxet nosbicuth @B JDK Ha 20% [46]. B
npoiiecce obpaTHoro pemopnenupoBanus JDK, koTopoe
HaO/I0ANoCh B cpegHeM uepe3 24 Mecsia (OTHOLIEHME
maHcoB: 2,49; 95% OU [1,17; 5,3]; p=0,018), mpoucxonut
HopMmanm3auust yukiuu IDK. BmecTe ¢ TeM ¢ TeyeHremM
BpeMeHM B OTBeT Ha MeJMKaMeHTO3Hyl Tepanui OM
COXpaHSIeTCsl M He perpeccupyeTr B pasmepax [32]. OToT
(dakT momuépkuBaeT pasnuune ¢pubposa u ®B JDK kak
MapKEepoB pucKa Ipyu oréope nauyeHToB Ha VK], B cBsi3u
C 9TUM OIleHKa pyOlla MMOKap/a IO/DKHA ObITh BKIIOUEHA
B KauecTBe IVIaBHOTO KpUTepust OT6Opa MaIlMeHTOB st
ycranosku VK] [47].

B ornmnume ot neuenmsa XCH ¢ cucTonmueckoi muc-
dyukument npuHIMbl gedyenust JKMII ¢ mpaBoskerny-
JIOYKOBOJ HEA0CTAaTOYHOCTbIO HENOCTaTOYHO M3BECTHBI.
BoMbIIMHCTBO peKOMEHIaIMii OCHOBAaHbI MO0 HA PeTpPO-
CTIeKTUBHBIX, 160 Ha HEGOMBIINX PaHIOMU3UPOBAHHBIX
uccaeqoBaHMsIX. 3agauyaMu JiedeHust HegoctaTouHocTy IDK
SIBJISIFOTCSI ONITUMMM3aLysl [IpeAHarpy3Kku, OCTHAIPY3KU U
COKPaTUTEbHOM CITOCOOHOCTM MMOKapzaa. IlommepskaHue
CMHYCOBOTO DUTMa M IIOCIe[0BATeNIbHOTO COKpallleHMs
npefcepanii U sKelygoukKoB 0COOEeHHO BaKHO MpPU Heflo-
craTouHocTH IDK, mockonbky @II 1 aTpMOBeHTPUKYIISIP-
Has 6710Kaia BHICOKOJ CTEIEeHU MOTYT MMETh CepPhE3HbIE
reMoOJMHaMMUUyecKye IMocaencTsusi. B3anmo3aBuCUMOCTD
JKEJIYIOUKOB TakKXKe SBJISIeTCS BaKHOM KOHLEMLUEN,
KOTOPYIO CJIeQyeT YUYMUTHIBATh IPU IOAOOpEe Tepanuun.
Upe3mepHasi 06bEMHAsST HArpy3Ka MOKET YBEJIMUUTH JaB-
JieHMe Ha TepuKapn M cHU3uUTh npenHarpysky JOK u CB
yepe3 MeXaHMU3M JKeITyLOouKOBOTO B3ammopeicTBusi. C
IPYTOVi CTOPOHBI, TUIIOBOJIEMMUST MOKET CHU3UTD IpeHa-
rpy3Kky IDK u CB. Bmecre ¢ TeM 06111yie peKOMeHIam st
MaleHTOB C [IPaBOXKeTyA0UYKOBOJ HeJOCTaTOUHOCTbIO He
OT/IMYAIOTCSI OT TAKOBBIX Y MALIMEHTOB C JIEBOXKETYI0UKO-
Boii XCH. BakHoe 3HaueHMe uMMeeT paclio3HaBaHyue dak-
TOPOB, NMPUBOASIIMX K KIMHUYECKOMY YXyOIIEHUI0. JTO
HeCcoOIoIeHe MeIVKaMeHTO3HOTO JIEUeHWS MU IVETHI;
MPUEM HEKOTOPBIX IPEernapaToB; CUCTeMHbIe (BaKTOPBI,
Takye Kak Cerncuc, aHemMusi, TMIIOKCEMMUST U TUTIePKaTTHMS;
CepIevyHO-CoCyauCThie (aKTOPhI, TakKMe KaK apUTMUM,
UIIeMIST MUOKapaa, TPOMO0IMOOINS JIETOYHOI apTepuin;
HapylleHye CHa, alTHO9, IICUX03MOLIMOHAIbHBIN CTpecc.

BeTa-6/10KaTOPbl, MHTMOUTOPHI AHTMOTEH3MHIIPEBPA-
marmomniero GepMeHTa, aHTArOHUCTBI PELIEITOPOB AHTMO-
TeH3MHa I, aHTAarOHUCTBI PELIENITOPOB AJbIOCTEPOHA U
MHTUOUTOPHI SHKedaaMHa3bl PeIernTopoB aHIMOTEeH3MHA
II, BO3melicTBYIOT Ha MATO(MU3UONOTUUECKUIT MeXaHU3M
XCH (cMMmaTuyecKkylo HEPBHYIO CUCTEMY, PeHUH-aHTUO-
TeH3MH-aJIbJOCTePOHOBYIO cucteMy U cucremy HYII). ITpn
JKMII ypoBeHb IMPKYIUPYIOLMUX KAaTEXOIAMUHOB ITOBbI-
IIeH, YTO yKa3bIBaeT Ha TUIEePaKTUBHOCTb CUMIIaTUUeC-
KOJi HEpBHOW CHUCTEeMbI, KOTOpbIe YCYTYyOISIIOT OUChYHK-
o JDK. VpexkeHue 4acTOTbI CepleuHbIX COKpallleHMit
(4YCC) ynyumaeT HanomHeHVe JDK 1 crioco6HO noaaepskaTh
GasiaHC cHa6GXeHUsT U TTOTPEOHOCTY MUOKapaa B KUCIOPO-
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Ile, CHUKast CMEPTHOCTbD M CEpAEUYHO-COCYIUCThIE COOBITHSI.
KapBenunon, o6magaonmii YHUKaIbHbBIMM COCYAOPACIIN-
PSIOIIVMMY M aHTMOKCUAAHTHBIMM CBOMCTBAMMU, SIBJISIETCSI
Hanbonee 3¢pGeKTUBHBIM IIperapaToM cpenyu Gera-6J10-
KaTopoB. B ynyumennu ®B JDK kapBeauon, BeparnaMui 1
TPUMeTa3sUIUH TMTOKasaay HaubObIIyi0 3)PEKTUBHOCTD.
ViBab6paayH, MOBbIIIAsST aKTMBHOCTb TapacMMIIaTUYeCKO
HEPBHOI CUCTeMbl U YIy4lllasi BereTaTUBHYIO PETyIsILIO
cepAeuyHo-cocyaucToit cuctemsl, npensaTcTtByet PC. Ha
pauHeit craguu OKMII HeguruaponuMpuUONHOBLIE 6J10-
KaTOpbl KaJbI[MEeBbIX KaHAIOB, TaKMe KaK BepanmaMuia U
IUITHA3eM, MOTYT COXPAHUTb CUCTONMYECKYIO (QYHKIIUIO
U OMAacTOMMUECKOe HaToJHEeHMe, YaydIlast paboTocroco6-
HOCTb MMoKapza [8, 48]. YV mauyueHToB ¢ 6MBEHTPUKYIISIP-
HOV HEeNOCTaTOYHOCThI MHTMOMPOBAHME AHTMOTEH3WH-
npespamamiiero Gepmenta ysennuupaet YCC, cHIKaeT
KO IDK u aBieHne HaroHeHus. B-610Ka1a KapBeauIo-
JIOM MY GVICOTTPOJIONIOM YITy4UIIIaeT CUCTOMNYECKYI0 hyHK-
uuio IDK. Puck TpoM603MOONIMYECKUX OCTIOXKHEHUA Y
MalMeHTOB C HemocTtaToyHocThio IDK mocroBepHO He
yCTaHOBJIeH. XOTS KJAMHUYEeCKasl TpakTUKa pasanyaeTcs,
AQHTMKOATY/ISTHTBI OOBIYHO PEKOMEHIYIOTCS TaI[MeHTaM C
TIpM3HAKaMM BHYTPUCEPIEUYHOTO TPOMOA, JOKYMEHTATbHO
MO TBEPKIEHHBIMU TPOMOOIMOOINUECKUMU SIBIEHUSIMMA
(aM60mMST IETOUHOI apTepuu Win MapagokcaabHast IM60-
JiisT) U TIAllMeHTaM C TTapOKCU3MaIbHOM MU TIEPCUCTUPY-
toutesi OIl/TpeneTanuem npencepauii.

IJisT TIepBMYHOM ¥ BTOPUYHONM mpoduaaktukuy BCC
ucnomnb3yetcs UK. UMIUIaHTUpyeMoe YCTPOiICTBO He06-
xogumo nauyeHTaMm ¢ JKMII ¢ ycToiumBoOI sKemymsouKo-
BOJ TaxuKapaueil B aHaMHe3e, IlepekMBIINM OCTaHOBKY
cepaua [28]. s BoccTaHOBAeHMS GU3MOIOTMUeCKO 1oc-
JlefloBaTeIbHOCTY COKpallleHMii KaMep cepAla MCIIONb3y-
ercst CPT [35]. BuBeHTpUKy/ISIpHAsT 37IeKTPOKApAOCTUMY-
sssuyst v CPT ynydimaioT cMMIOITOMBI M BBIKMBAE€MOCTb Y
OTZE/IbHBIX MalMeHTOB ¢ cucronnuyeckoit XCH. Usyuenne
pecuaxponusauuu [DK HaxoguTCsa Ha HAYaJIbHOM CTaguu,
U CHVKEHME TOCTHATrPy3KM CUIeHapUIoOM YIydiiaeT
CMHXPOHHOCTb IDK [44]. Pe3ynbTaThl MHOIOLIEHTPOBOIO
MCCemoBaHMs TPOJeMOHCTpUpoBan, uto CPT 6buta CBSI-
3aHa ¢ ynyuiieHneM ©B JDK y manyeHTOB ¢ MpaBOXKemy-
OYKOBOJ HeJOCTaTOUHOCThIO.

ANbTepHAaTUMBHBIM BapyMaHTOM Y TallMEHTOB C Tep-
muHanbHOV XCH siBisiercs mymtenbHast MITK/ycTpoiicT-
BO BCIIOMOTaTeIbHOTO KpoBooGpamienus JDK B KauecTBe
LeneBoii Tepanuy, 1160 — mocra K TC [8]. MIIK crasa Bcé
6oJiee IMMPOKO UCITOb3YEMOI1 CTpaTerveit BeJeHus marm-
€HTOB KaK C OCTPOJA, TaK M C XPOHUYECKOI >KeTyL0uKOBOA
He[0CTaTOUHOCThIO. [IJIsT MallMeHTOB C IT03JHel cTaguein
XCH, pedpakTepHoit K hapMaKkoJIOTUIECKOMY JeUeHMIO,
MpeaycMOTPEHHOMY peKOMeHAAUMSIMU, a TakkKe K arra-
patHolt u xupyprudeckoii Tepanuu (CPT, MK, TpaHcka-
TeTepHOe WM XUPYpPruyeckoe JiedueHue) IONTOCPOYHAsT
MIIK ¢ nmomouipi0 BCIIOMOTaTe/lbHOTO YCTPOMCTBA IJIsI
JDK ¢ mOomno/sHuUTeNbHOM BPpeMEHHONM WM OOJTOCPOYHOM
roaaepskkoit TDK mim 6e3 He€, XOPOIIO 3apeKOMeH/I0Ba-
7 ce6si. BONMBIIMHCTBO YCTPOICTB mosurocpounoit MITK
npepnHasHaveHbl g JDK. V mauuenrtosB ¢ IKMIT gByx-
JIeTHSIT BbDKMBAeMOCTh cocTaBwia cBbiiie 80% u Oblia
aHaJIOTMYHA TTOKa3aTessIM PaHHel BbDKMBAEMOCTU IOCIIe
TC. Pesynbrarsl neyeHus: nauueHtoB ¢ MIIK o nosopy
MPaBOKeTYN0YKOBOI HEIOCTATOYHOCTM IOKa3ajau, UTO
42-75% mauyueHTOB BbI3LOpaBAMBaloT. OMMUcaHbl Caydan
JiedyeHus1 nauyeHToB ¢ JKMII mapakopriopaibHbIM BCIIO-
moraTtenbHbIM ycTpoiicTBoMm JDK. B mocimennee Bpemst
#3-32 HEXBAaTKM OPraHOB LIMPOKO NMPUMEHSIETCS BEHTPU-
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KYJISKTOMMSI C YMEHbIIIEHeM 00bEMa, TaKasl Kak orepa-
uus batuctel npu ugnonarmuyeckoin IKMIL. V nmauneHTOB
C HemoCTaTOYHOCThI0 DK, HEeBOCIPUMMUMBBIX K MeOu-
KaMeHTO3HOMY JIeUeHMIO, MeXaHuueckasi MOoAJIepsKKa C
MOMOIIIBIO BCIIOMOTaTeNbHOrO ycTporictsa as [DK mosket
OGBITh MCIIOAb30BaHA B KauecTBe MocTa K TC MaM BbI3ZIO-
poBieHuoo. Hambosnee pacnpocTpaHEHHBIMM TTOKA3aHUS-
MM K UCIIOIb30BaHMIO BcriomoraTtenbHoro IDK sBisiioTcs
TsDKENMas HemocTtaTouHocTh IDK, cBs3aHHast ¢ 06XOOHBIM
JDK, npenmnonaraemast TC. TC siBasieTCSI KOHEUHBIM 3TarioM
neveHust 60abHBIX ¢ JIKMIT 1 MOXKeT 6bITh paCCMOTPeHa y
OTHEeTbHBIX MAIMEHTOB C MPOTpeccupymomeii pedpaxkrep-
HOJ HemocTaTOUYHOCThIO TDK.

Knerounas teparmusi JKMII HampaBieHa Ha 60pb-
6y c moTrepeit KapaAMOMMOLMTOB ¥ MPOrpecCupoBaHM-
eM auchyHKUMM MuoKapaa. KiaMHuYeckue WCIbITaHUS
KietouHoi Tepamuu JTKMII, ocoOGeHHO B COUeTaHUU C
IOTIOTHUTENbHOM IUTOKMHOBOI Tepamuei, Takoi Kak
TPaHYJIOIMUTAPHBIN KOJIOHMECTUMYIUPYIOIMiA (akTop,
MPOJIEeMOHCTPUPOBAJIN TIOJIOKUTE/bHbIE pe3yabTaTbl B
YITyUYIIeHUM CepIevHOoi QYHKUIMY Y CUMITTOMOB.
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ABSTRACT Dilated cardiomyopathy (DCM) is the second most common cause of chronic heart failure, and a leading indication for heart transplantation. In the
early stages of the disease, many patients are asymptomatic, but they have a high risk of developing life-threatening ventricular arrhythmias (VA) and sudden
cardiac death (SCD). Modern methods of DCM diagnosis, such as MRI of the heart, speckle tracking and 3D echocardiography, have convincingly proved the
development of structural and functional changes of the right heart (RH) in patients with DCM, their prognostic and therapeutic significance. By MRI of the heart,
myocardial fibrosis (MF) is diagnosed, which occurs in the early stages of DCM. Progressive fibrosis is observed in one fifth of patients and is associated with a
more than a 3-fold increase in the risk of death and complications of chronic heart failure (CHF). With adequate pharmacological and hardware treatment, reverse
heart remodeling occurs in some patients. However, optimal and long-term drug therapy does not lead to MF regression even in individuals with improved left
ventricular (LV) function. Remodeling of the RH, regardless of LV ejection fraction (EF), is a predictor of SCD, indicates the progression of the disease, foreshadowing
an unfavorable outcome. The prevalence of RH remodeling has not been reliably determined; however, systolic dysfunction of the right ventricle was registered
in 34-65% of patients with DCM. The annual and subsequent mortality of patients with DCM remains high.

MRI of the heart with contrast enhancement has become the gold standard for the diagnosis of DCM and crucial for the stratification of risk and prognosis of the
disease. The treatment of patients with DCM is a complex process. Adequate drug and instrumental therapy in 40% of cases leads to reverse remodeling of the
heart, which may be unstable.
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