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Llenb — BbIABMTL GaKTOPbI, ACCOLMNPOBAHHbIE C HeONAroNPUATHLIMM
CepAeYHO-COCYANCTBIMU COBBITUAMMN B KOTOpTE NaLMEHTOB C COYETaHNEM
HekomnakTHoi (HKMI) n aunataumonHoii kapanomuonatuu (JKMIM) ana
NAEHTUOUKALMM NALMEHTOB BbICOKOTO PUCKa.

Martepuanbi u metopbl. 06cnesoBaHo 104 nauneHToB ¢ COYeTaHUeM
HKM » JKMI B Bo3pacte o1 31 40 52 neT (MefviaHa Bo3pacta 41 roga; MyxumH — 81;
KEHLWMH — 23), KOTOPbIM NOMIMO TPAZULMOHHBIX KTMHUYECKIX METOZ0B UC-
CnefoBaHIA, BLINOMHAMN MarHUTHO-pe30HaHcHyto Tomorpaduio (MPT) cepaua
C OTCPOYEHHBIM KOHTPACTMPOBAHNEM rafionnHueM. KoHeuHble TOUKN Uccneno-
BaHNA BKIIOYaNN NPOrpeccupoBaHiie XPOHUUECKOIA CepeUYHOI HeloCTaTOYHO-
T (XCH) go Il yHKumoHanbHoro knacca (DK) NYHA, TpebytoLuee rocnutanuzauum,
KeNya0uKoBble TaxuapuTmMii n smbonnyeckme cobbITus.

Pe3ynbratbl. 3a nepuog HabnwoaeHna 24 (o1 7 fo 183) mecAua 3apern-
CTPUPOBaHbI HebnaronpuATHble cepaeyHo-cocyancTbie cobbiTnay 84 (80,7%)
naumeHToB, u3 Hux nporpeccupoatne XCH ao OK 1l NYHA —y 47 (45,2%).
OaHoGaKTOpPHbII aHaNN3 NOKa3a, YTo He3aBUCUMbIMU GaKTOpaMu pucka
nporpeccupoBanua XCH ABnAnMCL cneaytolne xapakTepucTuKn: CUMATOMb
XCH Il OK npu ncxopHom obcneposanmm (OP 15,4; 95% [l 1,9-125,3, p=0,0002),
myxckoii non (OP 4,6; 95% A1 1,3-16,1, p = 0,01), dpakuua Bbibpoca neBoro
xenyaouka (OB JIXK) < 40% (0P 1,3; 95% A 1,1-1,4, p = 0,0004), ysenuuenue
NHJEKCa KOHEeYHo-AnacTonuyeckoro o6béma (MKJ0) (OP 1,02; 95% 111 1,01-1,04,
p = 0,0262), yBenuueHue nHAeKCa KOHeUHo-cucTonnyeckoro 06béma (MKC0)

(OP 1,04; 95 % [l 1,01-1,06, p = 0,0080), dpaKuna u3meHeHNA naoLLaAM Npa-
Boro xenygouka (OUM M) (OP 0,9; 95 % 1 0,8-1,0, p = 0,0478) no AaHHbIM
TPaHCTOpaKanbHoil 3xokapavorpaduu (TT3), cHUKeHMe ypoBHA rnobanbHoil
npoponbHoit fedopmaun (GLS) < 11% (OP 4,7; 95 % AN 1,2-17,4, p = 0,0207)
no AanHbIM 2D Strain n macca ¢ubpo3a muokapaa no aaHHbIM MPT cepaua
COTCpOYeHHbIM KoHTpacTupoBaruem (OP 0,94; 95% [N 0,9-1,0, p =0,0329).

Y 26 (25,0 %) nauneHToB pa3BUINCH XeNyA0YKOBbIE TAXMAPUTMUK,
daKkTopamu pucka KoTopbix OblaM: Haanune XenyLoukoBOi IKCTPacuCTo-
nuu (K3C) > 500 ya/mun (OP 45; 95% [N 7,5-751,2, p = 0,0005) npu cyTouHOM
moHuTopuposaxu (CM) KT, cunxerne ypoHa GLS < 11% (0P 5,3; 95% [N 1,03-274,
p = 0,0282) no gaHHbIm 2D Strain.

Y 11(10,6%) pa3sunucb smbonmueckue cobbITiA, NpeanKTOpamMm KOTOpbIX
Obinu: dubpunnauma/Tpenetanme npeacepanii (OP 24; 95 % [ 3,0-188,2, p=0,0037),
UHAeKc 06bEma neoro npeacepama (nONM) (OP 32,2; 95 % [N 1,2-956, p=0,0352)
n OB JIX < 40% no naHHbIM MPT cepaua (OP 1,33; 95 % 11 1,03-1,7, p = 0,0269).

3akntoueHue. DakTopamu, acCOLMMPOBAHHBIMIU C PUCKOM Pa3BUTUA
HebnaronpuATHbIX COOLITUI ABAAIOTCA HANMUNe NPU MCXOAHOM 06Cnefo-
BaHuu cumntomoB OK CH II NYHA, myxckoii non, OB JTX < 40 %, ysenu-
yeHne nONM = 57 mn/m2, cHienne GLS < 11%, Hanuume Gpnbpo3a MUokapaa
no aaHHbIM MPT ceppua, 3C > 500 ya/muH no saHHbIM CM JKT, KoTopble MoryT
ObITb NPUMEHEHbI 151 UAHTUGUKALIMIA NALMEHTOB C BbICOKIM PUCKOM Pa3BUTHSA
HebnaronpuATHbIX COObITHIA.
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The objective is to identify factors associated with adverse cardiovascular
events in a cohort of patients with a combination of non-compaction (NCCM)
and dilated cardiomyopathy (DCM) in order to reveal high-risk patients.

Materials and methods. 104 patients with a combination of NCCM
and DCM aged 31 to 52 years (median age 41 years; 81 men; 23 women)
were examined, who, in addition to traditional clinical research methods, underwent
cardiac magnetic resonance (CMR) imaging with late gadolinium enhancement.
The endpoints of the study included progression of chronic heart failure (CHF)
to functional class (FC) Il NYHA requiring hospitalization, ventricular tachyar-
rhythmias and thromboembolic events.

Results. During the 24-month follow-up period (from 7 to 183) adverse
cardiovascular events were registered in 84 (80.7%) patients, of which progression
of CHF to FCIIl NYHA — in 47 (45.2%). Univariate analysis showed that the following
characteristics were independent risk factors for the progression of CHF: symptoms
of CHF Il FCat the initial examination (HR 15.4; 95% (1 1.9-125.3, p = 0.0002), male
gender (HR 4.6; 95% (1 1.3-16.1, p = 0.01), LVEF < 40% (HR 1.3; 95% (I 1.1-1.4,
p=0.0004), an increase in left ventricular end-diastolic volume index (LV EDVI)
(HR 1.02; 95% (I 1.01-1.04, p = 0.0262), an increase in left ventricular end-systolic
volume index (LV ESVI) (HR 1.04; 95% (1 1.01-1.06, p = 0.0080), right ventricular

fractional area change (RV FAC) (HR 0.9; 95% C1 0.8-1.0, p = 0.0478) according
to transthoracic echocardiogram (TTE) data, a decrease in global longitudinal
strain (GLS) level < 11% (HR 4.7; 95% (I 1.2-17.4, p = 0.0207) according to 2D
Strain and percentage of myocardial fibrosis according to CMR imaging with late
gadolinium enhancement (HR 0.94; 95% (1 0.9-1.0, p = 0.0329).

26 (25.0%) patients developed ventricular tachyarrhythmias, asso-
ciated with the following risk factors: premature ventricular contractions
(PVCs) > 500 bpm (HR 45; 95% (1 7.5-751.2, p = 0.0005), a decrease in the GLS
level < 11% (HR 5.3; 95% (I 1.03-27.4, p = 0.0282) according to 2D Strain data.

11 (10.6%) developed embolic events, the predictors of which were: atrial
fibrillation/flutter (HR 24; 95% Cl 3.0-188.2, p = 0.0037), left atrium volume
index (LAVI) (HR 32.2; 95% (I 1.2-956, p = 0.0352) and LVEF < 40% according
to CMR (HR 1.33; 95% (1 1.03-1.7, p = 0.0269).

Conclusion. Factors associated with the risk of adverse events are the pre-
sence at the initial examination of symptoms of FC Il CH by NYHA, male gender,
LVEF < 40%, an increase in LAVI > 57 ml/m?, a decrease in GLS < 11%,
the presence of myocardial fibrosis according to CMR imaging with late gado-
linium enhancement, PVCs > 500 bpm according to 24-hour ECG monitoring,
which can be used to identify patients at high risk of adverse cardiovascular events.
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BBepgeHune

HexomnaxkrHas kapguomuonarus (HKMII)
OIMCBIBAETCS KAaK OT/eNbHOE 3ab0IeBaHIe, Xa-
paxTepusyloleecs HaI4umeM JBYC/IOHOTO MIO-
Kapyia: TOHKIII YIIJIOTHEHHBIN SIIMKaPAaTbHbII
71011 1 6071ee TOICTBIN TPAOEK Y ISIPHBII SHIOKap-
IMAaNbHBIN C10i [1]. AMeprKaHCKast Kapayomo-
rudeckas accouuanusa cuutaer HKMII renetn-
4YecKoil Kaparomuonarueit [2]. B To Bpems kak
EBporerickoe 0611eCTBO Kap/OIOroB CUNTAET
HKMII HekmaccnpuimpyeMoit KapyuoMuona-
tueit [3]. Ilpornoctuyeckoe snavenie HKMII
OCTaEeTCs HesAICHBIM, TaK KaK MHOTY€ TTallYIeHThI
UMEIOT JOOpOKadeCTBEHHOE TeueHe 3ab0IeBa-
HusA. OTHAKO B OTHE/IBHBIX C/Ty4asiX, 0COOEHHO
npu couetanuyu HKMII ¢ npyrumn xapguomu-
OIIaTMAMM, IPOTHO3 HebmaronpusATHbIi. Code-
taHne HKMII ¢ gunaTauiMoHHO KapAMOMMO-
natueit (IKMII) apnsgercs Haubosee 4acThIM
knuHndeckuM BapuantoM HKMII n acconun-
pOBaHO ¢ HauboIee TAXKENbIMI ero KIMHMYe-
CKMMM IPOABICHUAMIY, TAKMMU KaK pasBUTUE
IIPOTpeCCUPYIOLIEll CePHeYHON HEelOCTaTOYHO-
ctu (CH), 3710KauecTBEHHBIX apUTMUIL, CUCTEM-
HBIX TPOMO0IMOO/ITIECKIX OCTIOKHEHNIT U BHe-
3amHoit cepaeunoit cmeptu (BCC) [4].

JOKMIT 1 HKMII co camxenHOI dpakineit
BbIOpoca neBoro xenypouka (OB JIK) sBms-
I0TCS TeHETNYeCK! 1 MOp(OIoTndecky nepe-
KPBIBAIOI[MMMCSA COCTOSAHUAMY, NOCKONBKY
B 000MX CTy4asiX MOXKeT HaOTI0fjaThCsl paciin-
penHas TpabexynspHas cetsb [5-7]. Tuneprpa-
6eKy/IsIPHOCTD JIEBOTO XKEMTyZOYKa MOXKET ObITH
BBbI3BaHa IIeperpysKoil 00’beMOM, TeHeTHYeCKN-
MU (paKTOpaMu WIU U TeM, U ApyTruM [7, 8].

HepnaBHue mccaeoBaHMA IOKA3alN, YTO
y nanuentos ¢ HKMII xy>ke mporsos mo cpas-
HEHMNIO ¢ KOHTPOJIbHOJ I'PYNIION MallMeHTOB
¢ IKMII [9]. Opnako cTenens rumeprpabexy-

JIAPHOCTY He Obl/Ia CBA3aHA HU C peMOJe/INPO-
BanumeM JUK, ur ¢ ucxomamu [10-12], mpu aTom
@B JIXK u nosnnee ycunenue ragonaueM (LGE)
1o gaHHbIM MPT ceppua ABIA0OTCA ByMs OC-
HOBHBIMUM HPOTHOCTUYECKMMU (PaKTOpaMm
He6/IaronpusATHLIX COOBITUI ¥ MICXOROB, OIN-
caHHBIMM 1o cux nop [12, 13]. Kpome TorO,
crparudukanys puckos npu HKMII asnsercs
0COOEHHO CTIOKHOI 3a/ja4elt, I KOHKPETHBIE pe-
KOMEHJALNY OTCYTCTBYIOT. [ToaToMy MBI cTpe-
MUINCH pa3pa60TaTb MOJieNIb MHAUBUJYaIbHO-
IO IPOrHO3MPOBAHMA CEPJIEYHO-COCYAMCTHIX
cobprtuit y naunentos ¢ HKMII B coyeranun
¢ JKMII, 4T0OBI yIy4IINTD IPOTHOCTUIECKYIO
cTpaTuduKaLNIO U CTPATETNI0 KINHNIECKOTO
BefleHVs JaHHOI aTONOT UL

ITenp — BBIABUTH PaKTOPBI, aCCOLUMUPOBAH-
Hble C HeO/MATOIPUSTHBIMI CEPLEIHO-COCY-
AMCTBIMY COOBITUAMU B KOTOPTe NalllieHTOB
¢ couetanuem HKMII ¢ IKMII gisa ugeHTu-
(uKanuy MaLNeHTOB BHICOKOTO PUCKA.

MaTtepuanbl u metoabl

B PHIIII «Kapnuonorusa» B TedeHne 3-x neT
MPOCIEKTUBHO HabM0[at0TCs 211 manmeHTOB
¢ HKMII (mepnana Bospacra 39 [18; 72] neT),
u3 HUX: V¥ 94 (44,5%) AuMarHocTUpoBaH M30-
nvpoBaHHBbII penorun u'y 117 (55,5%) — code-
TaHUe C JPYTUMU KapMOMMONATUAMY, B TOM
gucie y 104 (49,2%) maiueHToB — coueTaHme
¢ IKMIL y 14 (6,6%) — ¢ runepTpodudeckoit
kappguomuonarueit (CKMII). Bce ygacTHUKE
fanu [o6pOBOIBHOE MIChMEHHOE MH(DOPMUPO-
BaHHOE COIJIacHe Ha yJacTue B MCC/IelOBaHNe.

B maHHOe MccnegoBaHme ObIIY BKIIIOYE-
HbI TOJBKO HManueHThl ¢ coueTanmeM HKMII
v IKMII (104 u3 211 mauyentoB — 49,2%) B BO3-
pacte ot 31 mo 52 net (MefuaHa Bo3pacra 41 jerT;
MY>X4MH — 81, )XeHInH — 23).

HEOTJIOXXHAA KAPANONOINA N KAPAUOBACKYJIAPHBIE PUCKU B Tom 6 N°2 2022r.
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Kpurepusamu BK/IIOYEHNS B UCC/Ie[JOBaHNE
ObLIN CIeAyIollYe XapaKTePUCTUKN: Haludye
KpUTepyeB HEKOMITAKTHOTO MMOKap/a o JAaH-
HBIM JIBYX M€TO/IOB Busyanusaunym: 9xoKI-kpu-
TepueB Jenni u coasT. [14], BK/IOYAIOIINX CO-
oTHouleHue HekoMIakTHOro (NC) 1 KOMIIaxT-
nHoro (C) cnoes NC/C > 2.0 B KOHI|e CUCTOJIBI;
MHOTOYNC/IEHHBIX YPe3MEPHO BbIAAIOLVXCS TPa-
OexyI1 1 IITyOOKMX MeXXTPabeKy/IsIpHbIX yryOie-
HUIT; HA/IM41st > 2 TpabeKy/IsApHbIX yInybneHnit,
CHab>XaeMBbIX BHYTPIKETYLOUYKOBOI KPOBBIO
10 JJAHHBIM 1|BETHOTO JOMNIIIEPOBCKOTO aHa/IN-
3a; MPT-kpurepnes (S. Petersen) mpu xoneu-
HOo-guactonnyeckoMm cootHomenuu NC/C > 2,3
B ofiHOM 13 cermeHToB JIXK 110 ANIMHHBIM OcAM
MPT-usobpaxenns [15] 1 [on1 HEKOMIAKTHO-
ro Mumokapga > 20%, corimacHo KpuTepuam
A. Jaquier [16].

Coueranue HKMII ¢ JKMII onpepnens-
JIOCh Ha OCHOBAHMUM C/IEfYIOLINX KPUTEPIEB:
1) cHy>KeHMe I7106a/IbHON (YHKIIVN JIEBOTO XKe-
nypouka (JIK) ¢ @B JIK < 45%; 2) punatauns
JIDK ¢ mHIekcoM KOHEeYHO-MaCcTONNYECKOTO
o6vema JIK uKJO) > 97 m/m?.

[TanneHTOB He BK/TIOYA/NN B VICCTIEIOBAHNE,
ecny oHu: 1) 6pIIM B Bo3pacTe Miapuie 17 et
Ha MOMEHT BK/TIOUEHU A B UCCIIETOBaHNe; 2) IPO-
/IO MeHee 6 MeCsLeB OT MOMEHTa BCTYIUICHN S
B MCCIIefiOBaHMe; 3) ObI/IM MMIJIAHTUPOBAHBI
VMKI/CRT-D pmo BKIHYEHNUS B UCCIEOBaHNE;
4) marmeHTsI ¢ Bropu4Hoit aTnonorueit HKMIT,
TaKue KaK JTero4YHble 3a00/1eBaH A, UMMYHOJIO-
ruyeckue 3aboneBaHusA, KapAMOTOKCUYECKUe
BOSI[eI}‘[CTBI/IH, CUCTEMHA TUIIEPTEH3N A.

KnuHuko-mHCTpyMeHTanbHOE 06CIefoBa-
HIle IOMUMO CTaHIaPTHBIX METOOB 0OCIeN0-
BaHUA (OCMOTP, cOOP MHAUBUAYAIBHOTO U Ce-
MeIIHOTO aHaMHe3a, 9JIeKTpoKapauorpadus,
cyrouHoe mouutopuposanue IKI mo Xomre-
PY) BBIIOTHSIN TPAHCTOPAKAIbHYI0 9XOKap-
puorpaduio (TTI) u MarHUTHO-PE30HAHCHYIO
tomorpaduio (MPT) ¢ oTcpoueHHBIM KOHTpA-
CTMpoOBaHyeM. DXOKapauorpaduyeckoe uccie-
JIOBaHMJe NPOBOAMIOCH HA CKaHepe 9KCIepT-
Horo knacca IE-33 ¢upmer PHILIPS u Vivid
7 ¢upmer General Electric B cooTBeTcTBUM
¢ 06'beIVTHEHHBIMU PEKOMEHALMAMY AMepu-
KaHCKOTO 9XOKapauorpaduieckoro obijecTsa
u EBpormeiickoii acconmannu sxokappauorpadum
0 KOJIMYECTBEHHOII OLleHKe CTPYKTYPBI 11 (QYHK-
uu Kamep cepaua [17].

IToMnMO TpajiuIIIOHHO N3MepsAeMBIX IT0Ka-
3atereit oneHuBamu ¢pyukuuio IDK mo cucro-
IMYECKOT 9KCKYPCUU B MTIOCKOCTY TPUKYCIIN-
nanpHoro Konbua (TAPSE) n mpoueHTy nsme-
HeHus ¢ppakimonHoit wiomany (PUII).

MPT npoBopnau Ha MarHUTHO-Pe30OHaHC-
HoM ToMorpade Magnetom Aera 1,5 T (Siemens,
TepmaHIMsT) ¢ MCIIO/IB30BaHMeM KaTy1ek Body 18
U 97IeKTpoKapamnorpaduIeckor CMHXpOHM3a-
uueil. IIporokon MP-ckaHMpoBaHMA BKIOYaI
rpajiMeHT-9X0 II0C/Ief0BaTeIbHOCTH C APKOIT
KpoBbIo B knHo-pexxume (True Fast Imaging
with Steady-state Precession) nyis Mmopgonornye-

CKOI1 ¥ PYHKIIMIOHA/ILHOI OLIEHKM, TPA/IUEeHT-3X0
MIOC/Ief[OBAaTe/TbHOCTY MHBEPCHA-BOCCTAHOBIIE-
uue (Phase-Sensitive Inversion Recovery) c otcpo-
YeHHBIM KOHTPAaCTUPOBaHMeM dYepe3 10 MUHYT.
ITpy KOHTpaCTMPOBAHNM BHYTPUBEHHO BBOJVUIN
IapaMaTHUTHOE KOHTPACTHOE CPEICTBO Ha OC-
Hose ragonuuusga Gd DTPA-BMA (oMmHMcKaH,
GE Healthcare Nycomed) B pacuere 0,1 MMOIB/KT.
VI3o6parkeHns1 aHAIM3MPOBAIN HA yAaTeHHO
pabodell CTaHIMM C UCIOJIb30BAaHNUEM OpU-
TV HAIBHOTO IIPOrPaMMHOTO O0ecIiedeH s s
MPT-uccnenoBanus cepaua (Syngowvia — Siemens,
Tepmanums).

[TanmeHTHI TOMyYany MeAMKaMeHTO3HOE JTe-
YyeHMe B COOTBETCTBUMU ¢ pekoMeHpanmamu ESC
1o nedeHyio XCH [18]: mHIrMOUTOPBI aHTMOTEH-
suH-TIpeBpaatoiero ¢pepmenta (MAIID) (52,9%),
cakybOurpw/BancapTaH (44,2%), 6eta-agpeHo6mo-
Katopsl (98,0%), meTneBble nuypeTuku (47,1%), aH-
TATOHMCTHI MITHEPATTIOKOPTUKONHBIX pellen-
TOopoB (88,5%), nuroxcus (6,7%), HempsiMble
AQHTUKOATY/IAHTHI (37,5%) u BapdapuH (2,8%).

Xupyprudeckue u UHTEPBEHIVIOHHbIE BMe-
IIaTe/IbCTBA Ha COOCTBEHHOM Cepflie BKIIOYaIN
VMMIIJIAHTALMIO pa3IN4HbIX ycTpoiicTs: IKC -
1,9% nanmentam, CRT-P - 4,8%, CRT-D - 2,9%,
VIK]I - 4,8%; papgnodacToTHy!o abnsauuio (PHA)
II0 TIOBOAIY Pas/JIM4HbIX apUTMUI — 5,8%, 1mac-
TUKY/IPOTE3UPOBAHNE MUTPaTbHOTO/a0p-
TAJIbHOTO K/IaIaHOB — 3,8%, MMIITaHTALIVIO
MitraClip - 2,9%, OTC - 12,5%.

Crenensp Boipakennoctr XCH 6pira gu-
aTHOCTUPOBAaHA Ha OCHOBAHUU KIMHNIECKNX
MaHHBIX, @ TaK>Ke 1a60paTOPHBIM MapKepoM
XCH - yposuem Nt-proBNP. BCC onpepens-
JIaCh KaK HEOXKVJJaHHAsI CMEPTh, HACTYIMUBIIAS
MeHee 4eM depes 1 gac rmocie Hayaaa CUMITOM-
HOTO CepJieyHOTO MPICTYIIA.

Komneunvle mouku MccemoBaHNA BKITIOYAIIIL:

1. mporpeccuposanne XCH or ®K I - II
mo III NYHA, Tpebyromjee rocuuTanmsannm;

2. yCTOIYMBBIE XKeMTYTOIKOBbIE TAXMKAPAUU
u pubpumsinyst xxenynouxkos OKT/PXK), tpeby-
fome uMIUtanTanyy ycrpoiicts (VKI/CRT-D),
BHe3amnHas cepeuHas cmepTb (BCC) ¢ ycmer-
HOIl peaHMMaLluers;

3. ambonuyeckue coObITUA (9MOOMMYIECKMUI
MHCY/IbT UM TPAH3UTOPHAS UIIeMUYeCcKas
aTaka, SMOOMMYeCKMil MHPAPKT MIOKApAa, IM-
6ot nepudepuvecKux apTepuii).

CraTncTnyecKnin aHanms

Craructndeckast 06paboTKa MaTepuana mpo-
BOZMIACH C VICIIO/NIb30BAHNEM ITaKeTa IIPYUKIIafi-
HBIX mporpamm «Statistica for Windows 12».
Ha mepBoHavYaIpHOM 9Talle IPOBOAMIICS aHa-
M3 COOTBETCTBUSI BUA PACIIPE/ieNeHNs KO-
YeCTBEHHBIX IIOKa3aTeneil 3aKOHY HOpMaslb-
HOTO paclipefieNieHNsl, KOTOPBII BBIIIOMH/ICS
¢ ucnonb3oBanyeM Kpurepus lannupo-Yunka.
B 3aBMCHMOCTY OT COOTBETCTBUS /HECOOTBET-
CTBUS BUJJA PaCIpeene s aHaATU3UPYEMbIX
IPU3HAKOB 3aKOHY HOPMa/IbHOTO pacIpefere-
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Tabnuua 1.

WcxoaHble KNMHMKO-
NHCTPYMEHTASIbHblE
noKasarenu

B 3aBUCUMOCTH

OT HANNYNA/OTCYTCTBUA
He6naronpuUATHbIX
C06bITHI Y NaLMeHToB
ccoyetaHnem HKMI

u AKMN
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HJA B pacyeTax MCIIONb30BaHbI TIapaMeTpu-
YyecKye U HemapaMeTpuiecKyie MeTO/bl OIyca-
TEeTbHOV CTAaTUCTUKMU.

KonuuecTBeHHbIE TTOKa3aTeNy UCCIEOBA-
HMS TpefiCTaBIeHbl Me[MaHOI U KBaPTUJIAMU
B Bige Me [Q25; Q75], B cirygae HOpMaIbHOTO
pacpeneneHnsa — CpeHUM U CTAHZAPTHBIM OT-
K/IoHeHMeM B Bijie m * SD. CpaBHeHMe Konnye-
CTBEHHBIX ITIOKa3aTeseil IPOBOAM/IOCH C IOMO-
LIBIO KpUTepysi MaHHA-YUTHY JIJIs1 TOKa3aTerelt,
KOTOpBbIe He TIONYMHAINCH 3aKOHY HOPMaJIbHOTO
pactpenenenys. [ HOpMaIbHO pacIpefe/eH-
HBIX BE/IYMH UCIIO/Nb30BaIcA Kputepuir CTbio-
IeHTa Wi Yamya (/is1 HepaBHBIX JUCIIEPCHIL).

KauecTBeHHBIe TOKa3aTeNnn MpecTaBIeHbl
JacTOTaMU ¥ IMpoljeHTaMu B Tpymme. [Ipu nc-
ClIefoBaHMM TAOMNL CONPSI)KEHHOCTY MCIO/b-
30BaJICsI KpUTEPUIL XU-KBaJ[paT, B C/Iydae Hapy-
LIeHNM S TTPeAII0NIOXKEHNIA, TeXKal X B OCHOBE
KpUTepU s XU-KBaJpaT, ICIIOJIb30BAJICS TOYHBII
kputepnit Puinepa.

Il olleHKM BIUSIHUSA ITOKa3aTesen, CBs-
3aHHBIX C Pa3/IMYHBIMU MCXOIaMM, UCIONb30-

BaH IOAXOJ Ha 6a3e KOHKYPUPYIOILINX PUCKOB
¢ ucnonb3oBanneM kputepus Mantel-Cox.

Il ycTaHOBNIEHMA YPOBHEN ITOKa3aTerelt,
CBA3aHHBIX C HEO/TATONPUATHBIMI VICXOJAMI, VIC-
TO/TB30BAJICS A/ITOPUTM MaKCMMAJIbHOTO paHra [19].

O1neHKa KYMy/IATUBHON NHIMIEHTHOCTHU
ocymectsisaack mo J. Kalbfleisch et al. [20].

PesynbraThl aHaIM3a CYUTANINCH CTATUCTH-
4yecKy 3Ha4uMbIMu 11pu p < 0,05.

PesynbTtathl

VicxomHble KIMHUKO-MHCTPYyMeHTa/IbHbIE Xa-
PaKTepUCTUKM MaLneHToB ¢ codetaHneM HKMII
u JKMII npencrasnens: B Tabuue 1. Meguana
BO3pacTa YCTAaHOBJIEHNUS AMArHO3a COCTABU-
na 40 (31; 52) nert, 81 (77,9) ObLIM MYXXUMHBL,
cpepussa OB JDK o ganubim TT3D cocraBnsna
31,4 £ 7,9%, y 74 (71,2)% ona 6s1ma < 35%;
110 flavHbIM MPT ¢ OTCpO4YeHHBIM KOHTPACTH-
poBanuem cpenusiss ®B JIK 6p1ma 28,9 £ 9,7,
y 81 (77,9%) oHa 6bima < 35%; y 56 (53,8%) ma-
I[MeHTOB ObIT 0OHapyXeH Pprubpos Muokapya.

Bce nayueHTbl
WcxopHble napameTpbi

c coyetaHnem HKMI 6e3 He6naronpuATHbIX

WAL lpynna

P
c cobbITUAMMN A

n AKMN cobbITnin € cobbITUAMN
KnuHuyeckme xapaktepnctnku

Bo3spacT ycTaHOBKM AnarHosa, net 41 (31;52) 34 (26; 48) 43 (34; 53) 0,1441
Mon, n (%)

X 23 (22,1) 8 (40) * 15(17,9) * 0,0328

M 81 (77,9) 12 (60) 69 (82,1)
O®K CH, n (%)

| 6(5,8) 4(20) * 2(24)*

I 85 (81,7) 16 (80) 69 (82,1) 0.0377

1l 13(12,5) - 13 (15,5)
Hannune NBJIHIT, n (%) 33 (31,7) 4 (20) 29 (34,5) 0,2116
MK3C > 500/ cyTku, n (%) 56 (53,8) 5(25) 51(60,7) 0,0106
Hanunune O/TM, n (%) 35(33,7) 2(10) 33(39,3) 0,0424
Nt-proBNP, nr/mn, Me (Q25; Q75) 1280 (879,3; 3195) 1003 (671; 2100) 1280 (877; 3578) 0,1539

Moka3zatenu IxoKr

nOJM, mn/m?, Me (Q25; Q75)

OB JTK, %, m +SD 31,4+79
Yucno naumneHTtoB ¢ OB JTXK < 40%, n (%) 87 (83,7)
nKOO JIXK , mn/m?, m £SD 122,8 +41,1
nKCO J1XK, mn/m?, m £ SD 85,4 + 36,2
OUN MX, %, m £ SD 349+10
TAPSE, mm, m + SD 15,6 £4,7
CONA, Mmm pT.CT, m £SD 35,2+ 11,6
GLS, %, m +SD 92+26

54,6 (40,5; 71,0)

MNoka3satenu MPT cepaua

®B J1’K, %, m + SD 289+97
nKaO JIXK, mn/m?, m £+ SD 168,3 = 55,5
nKCO JIXK, mn/m?, m = SD 127,5+49,9
OB IMX, %, m = SD 28,3+6,9
OB JT’K < 40%, n (%) 90 (86,5)
Hanuuune ¢nbpo3sa, n (%) 56 (53,8)
% Mmaccbl prbposa mnokappaa, Me (Q25; Q75) 25(7,9; 25)
Yucno cermenTos ¢ NC, Me (Q25; Q75) 4(3;6)
CooTHoweHne NC/C, m + SD 2,5+0,5

47,0 (31,7; 55,4) 55,8 (43,3; 71,9) 0,0377
374+59 30177 0,0000
14 (70) 73 (86,9) 0,0077
108,3 + 25,5 1241 +£42,9 0,0576
68,7 £ 21,5 88 + 37,2 0,0286
40,1 +11,1 28,8+7 0,0446
174 +5 152+4,6 0,2253
33,2+10,2 35,5+11,9 0,5105
11,3+3,6 8,721 0,0081
35,3+10,2 27,519/ 0,0017
156,6 + 34,1 171,8 £ 60,4 0,3345
103,8+ 374 134,7 £ 51,2 0,0546
43,6 + 10,2 40,2+12,3 0,2602
15 (75) 76 (90) 0,2160

9 (45) 47 (55,9) 0,5602
6(3,2; 25) 25(12,3;26,2) 0,0216
5(3,57) 4(3;6) 0,4256
26+0,8 24+04 0,5247

MpumeyaHua: HIM — HekomnakTHas kapavomuonatus; KM — gunataumoHHas kapanomuonaTus; n — Konuuectso nauvextos; Me, (Q25; 075) — Me/aHa; MeXKBAPTINbHbIV
Auana3on; OK CH — dyHKumoHanbHbIii Knacc cepaeunoii HeaocTatouHocTy; MBIHIT — nontan bnokaza neoii Hoxkw myuka luca; M3 — xenyaourosas; OM1/TN — ubpuanAuua/TpeneTaxme
npezcepanii; Nt-proBNP — N-koHueBoiA hparmeHT M03roBoro Hatpuypetiyeckoro ropmona (B-tuna); 0NN — nxaexc 06bEma nesoro npeacepans; OB /K — dpakuus sbibpoca
nesoro xenyaouka; MK[10 K — uHzeKC KoHeuHo-AnacTonnyeckoro 06bEMa nesoro xenyaouka; uKCO JIXK — HAEKC KOHEYHO-CUCTONNYECKOro 06bEMA NEBOTO KeNyA0uKa;
OUN X — dpakuma u3meHeHa nolLam npagoro xenyaouka; TAPSE — tricuspid annular plane systolic excursion (cucTonnueckas KCKypcua AOCKOCTU TPUKYCTUAANBHOTO KONbLA);
CNA — cucTonmdeckoe fasnetiie B NierouHolt aptepu; GLS — mobanbHas nporonibHas sedopmatva JI; OB MK — dpakua Bbibpoca npasoro xenyaouka; NC — HeKoMMAKTHbII ot MIAOKapZ.

HEOTJIOXXHAA KAPANONOINA N KAPAUOBACKYJIAPHBIE PUCKU B Tom 6 N°2 2022r.
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Baseline parameters

Clinical parameters

Age of diagnosis, years, Me (Q25; Q75)

Gender, n (%)
female
male

HF FC
NYHA, n (%)
|
I
1

Presence of LBBB, n (%)

PVCs > 500 bpm, n (%)

Presence of AF/flutter, n (%)
Nt-proBNP, pg/ml, Me (Q25; Q75)

LAVI, ml/m?, Me (Q25; Q75)

LVEF, %, m £SD

The number of patients with LVEF < 40%, n (%)
LV EDVI, ml/m?%, m +SD

LV ESVI, ml/m2, m +SD

RV FAC, %, m £+ SD

TAPSE, mm, m £ SD

sPAP, mm Hg, m + SD

GLS, %, m £ SD

CMR parameters

LVEF, %, m £ SD

LV EDVI, ml/m?, m £+ SD

LV ESVI, ml/m? m + SD

RVEF, %, m + SD

LV EF < 40%, n (%)

Presence of fibrosis, n (%)

% of fibrosis mass, Me (Q25; Q75)

Number of segments with NC,
Me (Q25; Q75)

NC/Cratio,m £SD

All patients

Group without

Group with

p
Group with/

with a combination adverse events,
of NCCM and DCM, n =104 n=20 events, n =84 without events

41 (31;52) 34 (26; 48) 43 (34;53) 0.1441
23 (22.1) 8 (40) * 15 (17.9) * 0.0328

81(77.9) 12 (60) 69 (82.1)
6(5.8) 4(20)* 2(24)* 0.0377

85(81.7) 16 (80) 69 (82.1)

13 (12.5) - 13 (15.5)
33(31.7) 4 (20) 29 (34.5) 0.2116
56 (53.8) 5(25) 51(60.7) 0.0106
35(33.7) 2(10) 33(39.3) 0.0424
1280 (879.3; 3195) 1003 (671;2100) 1280 (877; 3578) 0.1539

Echo parameters

54.6 (40.5; 71.0) 47.0 (31.7;55.4)  55.8 (43.3;71.9) 0.0377
314+79 374+59 30177 0.0000
87 (83.7) 14 (70) 73 (86.9) 0.0077
122.8 +41.1 108.3 £25.5 1241 £ 429 0.0576
85.4+36.2 68.7 +21.5 88 +37.2 0.0286
349+10 40.1£11.1 288+7 0.0446
15.6 +4.7 174 +5 15.2+4.6 0.2253
35.2+11.6 33.2+£10.2 355119 0.5105
9.2+26 11.3+3.6 8.7+21 0.0081
289+97 35.3+10.2 27.5+9.1 0.0017
168.3 £55.5 156.6 + 34.1 171.8 £60.4 0.3345
127.5 +49.9 103.8+ 374 134.7 £ 51.2 0.0546
28.3+6.9 43.6+10.2 40.2+12.3 0.2602
90 (86.5) 15 (75) 76 (90) 0.2160
56 (53.8) 9 (45) 47 (55.9) 0.5602
25(7.9; 25) 6(3.2;25) 25(12.3;26.2) 0.0216
4(3;6) 5(3.5;7) 4(3;6) 0.4256
2.5+0.5 26+0.8 24+04 0.5247

No tes: NCCM — non-compaction cardiomyopathy; DCM — dilated cardiomyopathy; n — number of patients; Me, (025; Q75) — median, interquartile range;

HF FC — heart failure functional class; LBBB — left bundle branch block; PVCs — premature ventricular contractions; AF — atrial fibrillation;

Nt-proBNP — N-terminal fragment of the cerebral natriuretic hormone (B-type); LAVI —left atrium volume index; LVEF — left ventricular ejection fraction;

LV EDVI - left ventricular end-diastolic volume index; LV ESVI — left ventricular end-systolic volume index; RV FAC — right ventricle fractional area change;

TAPSE — tricuspid annular plane systolic excursion; SPAP — systolic pulmonary artery pressure; GLS — global longitudinal strain; RVEF —right ventricular ejection fraction;

NC— non-compact myocardial layer.

3a mepuop HabmoxeHus 24 (ot 7 mo 183) me-
CSILIeB 3aperucTPUPOBaHbl HEOMATOIPUATHBIE
ceppiedHO-coCcyaucThie cobbITHA y 84 (80,7%), 13
Hux nporpeccuposanne XCH no ®KIIINYHA -
y 47 (45,2%), >KenyLOo4YKOBbIe TAXUAPUTMUN —
y 26 (25%), ambonuyeckie cobbrtys — y 11 (10,6%)
manuesTos (Tao. 2).

st ananusa GakTOPOB, ACCOLUUPOBAH-
HBIX C HEO/MaTOIPUATHBIMY COOBITUAMMA, Ta-
KuMHI Kak nporpeccuposanue XCH, passutne
JKETyOYKOBBIX TaXMAPUTMUIL 1 TPOMO03IM60-
JINMYeCKUX COOBITHUII OBUIN IPOaHATM3YPOBAHDI
K/ITHUYECKIE M CTPYKTYPHO-(yHKI[MOHA/IbHbIE
[IOKA3aTeslN, OIpefieisieMble IPY NCXOLHOM 00-
cnegoBanuu (Tabm. 3).

Yncno
KnnHunuyeckne KoHeuHble TOUKN
nauueHToB
| Mporpeccrposarmne CH go OKII 47
OoTC 13
Il ’KenynoukoBble aputmnm 26
Yctonumsasa KT 6
Heyctonunsas KT 26
MmnnanTtauma UKL 4
Il Smbonuueckue cobbiTus 1
OM60NYECKNI MHCYNBT 3
BHyTpuceppaeuHbln Tpom603 7
MNeprideprueckrie apTeprianbHble SMEGoNN 3
Bce cobbitna 84

Mpumeyanua: CH—cepaeuHad HegocTaTouHocTb; 0TC — opToTonMyeckas
TpaHCMNaHTaumA cepaua; OK — dyHKuMoHanbHbIA knacc; KT — xenyaoukosas
Taxvkapand; VIKJ — umnnantupyemblii kapavoepTep-Aedubpunnatop.
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Table 1.

Baseline clinical

and instrumental
parameters depending
on the presence/absence
of adverse events

in patients

with a combination

of NCCM and DCM

Tabnuua 2.

YacToTa KNUHNYeCKnX
KOHEYHbIX TOueK

Y NaLneHToB

¢ coyetaHunem HKMII
n KM
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Table 2.

Frequency of clinical
endpoints in patients
with a combination
of NCCM and DCM

Tabnuua 3.
KnuHuueckue
XapaKTepucTuKu
NaL1eHTOB C yueTom
KOHEUHbIX TOYeK
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Clinical endpoints

| Progression of HF to FCIII
OHT

Il Ventricular arrhythmias
Sustained VT

Nonsustained VT

ICD implantation

Il Embolic events

Embolic stroke

Intracardiac thrombosis
Peripheral arterial embolism

All events

Number
of patients

47
13

OpHodaKkTOpHbIN aHAIN3 [TOKA3asl, 4TO Ta-
KJi€ XapaKTePUCTUKY, KaK Halm4ye Py UCXOf-
HoM obcnenoanuu ®PK CH II NYHA (OP 15,4;
95% OWM 1,9-125,3, p = 0,0002), My>XCKOJI 10N
(OP 4,6; 95% IV 1,3-16,1, p = 0,01), ®B JDK < 40%
(OP 1,3;95% 111 1,1-1,4, p = 0,0004), yBennyeHue
uKJIO (OP 1,02; 95% JIM 1,01-1,04, p = 0,0262),
ysenndenne nKCO (OP 1,04; 95% M 1,01-1,06,
p = 0,0080), ®UII ILX (OP 0,9; 95% 111 0,8-1,0,
p =0,0478) no anneim TTI, cHMKeHME YPOBHSA
GLS £11% (OP 4,7;95% 1M 1,2-17,4, p = 0,0207)
o fauHbIM 2D Strain u % ¢ubposa mmoxap-
fa mo gaHHbBIM MPT ceppita ¢ OTCpOYeHHBIM
koutpacruposanrem (OP 0,94; 95% 111 0,9-1,0,

Notes:CH— heart failure; OHT — orthotopic heart transplantation; FC — functional
class; VT — ventricular tachycardia; ICD — implantable cardioverter-defibrillator.

p = 0,0329) 6bIIM acCOLMMPOBAHBI C IIPOrpec-
CUPOBaHMEM XPOHNYECKON CepleuHON Hefo-
CTaTOYHOCTH, TPeOyIoLIell TOCINTANN3ALINN.

MaumenTbl ¢ CH (n = 47)

UcxopHble
napameTpbl Xapakrtepu-
CTUKa
Bo3zpacT ycTtaHOBKM
[MarHosa, ner, 40 (33;54)
Me (Q25; Q75)
Mon, n (%)
X 6(12,8)
M 41 (87,2)
OKCH
NYHA, n (%)
| 120
] 33(70,2)
1} 13 (27,7)
Hanwuuwne MBJIHIT,
n (%) 18 (38,3)
K3C > 500/ cyTKN,
n (%) 22 (46,8)
On/Tn, n (%) 15 (31,9)

MauveHTbl ¢ 3M60ANYECKUMI

MaumeHTbl ¢ KT (n = 26) T =)

oP Xapakre- oP XapakTe- OP (95%
(95% AV) puctka  (95% AM) P pucTika )
KJWIHI/NeCKI/IeXapaKTepVICTI/IKI/I
- 0,2658 43 (32;52) - 01949 43 (37;49) - 0,1584
4603161 00155 7(269) - 03492  2(18,2) - 0,2011
19 (73,1) 9(81,8)
154 0,002 - 10/ - 04118
(1,9;125,3) 26 (100) - 0,0074  10(90,9)
- 01271 9(34,6) - 01562  2(18,2) - 09444
_ 01067 25(96,2) 775527'25); 0,0005 5 (45,5) - 0,2590
42008212 00796 10(385) 56(1,0;310) 00476 8(72,7) 24(30;1882) 0,0037

MapameTpbl IxoKI

nOJN, mn/m?, X
Me (Q25; Q75) 55,8 (45; 74)
OB J1K, %, .

Me (Q25: Q75) 29 (23; 34)
Yuncno naumeHToB
COBIDK<40,n (%) +>©>7)
nKaO JIXK, mn, 123,8 (109,1;
Me (Q25; Q75) 155,6)
nKCO JIK, mn, 91,9 (75,9;
Me (Q25; Q75) 118,2)
GLS, %, .

Me (Q25; Q75) 8,9(7,8;9,8)
OUN X, %, .

Me (Q25; Q75) 31(26:39)
TAPSE, mm, .

Me (Q25: Q75) 14 (11;17)
CONA, MM pT.CT., 35 (26: 46)

Me (Q25; Q75)

- 0,0597
1,3(1,7;1,4) 0,0004
2‘;'224(’26')6; 0,0057
1’012'&)0” 0,0262
1’0%25')01’ 0,0080
47(1,2;174) 0,0207
09(0,8; 1,00 0,0478

- 0,1609

- 0,2811

51'_,28('383)'5? - 0,7532 6?'1‘:’(74)7; 33'526(,13')2; 0,0352
33(27;38) - 00519 27(2534) 12(1,0;1,3) 0,0267
20(76,9) - 03807 9(81,8) - 0,3396
OB o R o
69'9539f§())'9; 0,3418 61'193,(‘3‘)3; 0,2435
8'1“0f337; 53(1,0,274) 0,0282 8,8 (79;9,4) - 0,1032
35(28;40) - 0,2833 36 (20; 38) - 0,1544
1550419 - 04128 16 (15;18) - 0,7474
31502639 - 06853 38 (28;45) - 0,3696

Mapametpbl MPT cepaua

OBJIXK<40%,n (%) 43 (91,5
Hannune ¢pubpo3za,
n (%) 29 (61,7)
% maccbl dpnbposa
MUOKapAaa, 7,9 (0; 25)

Me (Q25; Q75)

= 0,0872
- 0,2927

0,94(0,9;1,00 0,0329

24(92,3) 4(0,7;24,5) 0,303 11(100) 1,33(1,03;1,7) 0,0269
13 (50) - 0,8623  5(45,5) - 0,9200
1,6 (0; 25) 0,1135  3,5(0; 25) 0,4622

*OP npuBeeH0 B pacueTe Ha eANHILY U3MepeHua
MpumeyaHns: CH— cepaeyHan HeAoCTaTOUHOCTb; KT —KenyA0uK0BaA TaxuKapAVA; N — KonuecTBo nauvierTos; Me, (025; 075) — Me/vaHa, MexkBapTUbHbIA Anana3on; OP — oTHoLeHue
pucko; [V — fioBeputenbHblii uTepean; OK CH— hyHKumoHanbHbI Knace cepaeunoit HegoctatourocTy; MB/HMT — nonHad 6nokasa nesoi Hoxku nyuka ca; 3C —xenysoukosas;
ON/TN— pubpunnauma/rpenetenue npeacepanii; MONM — uxpekc 0bbEma nesoro npezcepans; OB K — dpakiina Boiopoca nesoro xenyaouka; uk 10 JIK — MHAEKC KOHEYHO-AMACTONMYECKOrO
00bEma nesoro xenysouka; MkCO K — Koreuo-cucTonuyeckoro 06 bEma nesoro xenysouka; GLS — mobanbHas npogonbHas Zedopmauis; QUM MK — dpakuna u3vexeHs nnowwagm
npaBoro xenynouka; TAPSE—tricuspid annular plane systolic excursion (cuctonuueckas 3KCkypcua nAoCKOCTA TpUKyCnIMAanbHOro konbla); CLITTA — cuctonnueckoe Aasnetie B N1erouHol apTepum.
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Patients with HF (n = 47) Patients with VT (n = 26) Patients with embolic events (n=11) Table 3.
Initial parameters Parameter HR Parameter HR Parameter HR (linical parameters
©s%c) P ©s%cy P 9s%c) P of patients with regard
Clinical parameters to endpoints

Age of diagnosis, . . . _
yors Me Ga50rs) 403359 - 02658 43(32;52) 01949 43 (37;49) 0.1584

Gender, n (%)

female 6(12.8) 4.6(1.3; 0.0155 7 (26.9) - 0.3492 2(18.2) - 0.2011

male 41 (87.2) 16.1) 19 (73.1) 9 (81.8)
HF FC
NYHA, n (%)

| 1(2.1) 15.4 0.0002 - 1(9.1) - 0.4118

1l 33(70.2) (1.9; 26 (100) - 0.0074 10 (90.9)

1l 13 (27.7) 125.3) - -
i’g;f”ce of LBBB,  1538.3) - 01271 9(34.6) - 01562 2(182) - 09444
PVCs > 500 bpm, 75 (7.5
n (%) 22 (46.8) - 0.1067 25(96.2) 751.2) 0.0005 5 (45.5) - 0.2590
AF/flutter, n (%) 42(08; 56 (1.0; 24(30;

15 (31.9) 21.2) 0.0796 10 (38.5) 31.0) 0.0476 8(72.7) 188.2) 0.0037

Echo parameters

LAVI, ml/m?, . 51.1(33.5; 68.4(47, 32.2(1.2;
Me (Q25; Q75) 55.8 (45; 74) - 0.0597 58.8) - 0.7532 117) 956.3) 0.0352
LVEF, %, ) 1.3 (1.3 : ~ i 1.2 (1.0;
Me (Q25: Q75) 29 (23; 34) 1.4) 0.0004 33 (27;38) 0.0519 27 (25; 34) 13) 0.0267
Number of patients 24226
with LVEF < 40 %, 45 (95.7) y " 0.0057 20 (76.9) - 0.3807 9(81.8) - 0.3396
224.6)
n (%)
LV EDVI, ml, 123.8 (109.1; 1.02 (1.01; 106.5 (89.4; 98.9 (82.4;
Me (Q25; Q75) 155.6) 104 00262 126.8) - 0.7099 155.1) - 04593
LV ESVI, ml, 91.9(75.9; 1.04(1.07; 69.5 (50.9; 61.9 (43;
Me (Q25; Q75) 118.2) 1.06) 0.0080 99.3) N 0.3418 113.3) B 0.2435
GLS, %, . 4.7 (1.2; 8.4 (6.7; 5.3 (1.0; 8.8 (7.9;
Me (Q25: Q75) 8.9(7.8;9.8) 17.4) 0.0207 10.8) 27.4) 0.0282 9.4) 0.1032
RV FAC, %, ) 0.9(0.8; ) )
Me (Q25; Q75) 31(26;39) 1.0) 0.0478 35(28;40) - 0.2833 36(20;38) - 0.1544
TAPSE, mm, . . _ o _
Me (Q25: Q75) 14 (11;17) 0.1609 15.5(14; 19) 0.4128 16 (15; 18) 0.7474
sPAP, mm Hg . . .
Me (Q25; Q75) 35 (26; 46) - 0.2811 31.5(26; 39) - 0.6853 38(28;45) - 0.3696
CMR parameters
0 0 . .
R3S a0 D (ER) 43 (91.5) - 0.0872 24 (92.3) (0 0.1303 11 (100) ToEBS((0E 0.0269
24.5) 1.7)
Presence of fibrosis,
n (%) 29 (61.7) - 0.2927 13 (50) - 0.8623 5(45.5) - 0.9200
% of myocardial 0.94 (0.9;
fibrosis mass, 7.9 (0; 25) ’ 10)' " 0.0329 1.6 (0;25) 0.1135 3.5(0; 25) 0.4622

Me (Q25; Q75)

*HRis given per unit of measurement

Notes: HF — heart failure; HR — hazard ratio; VT — ventricular tachycardia; n — number of patients; Me, (Q25; 075) — median, interquartile range; HF FC — heart failure functional class;
LBBB — left bundle branch block; PVCs — premature ventricular contractions; AF — atrial fibrillation; LAVI — left atrium volume index; LVEF — left ventricular ejection fraction;

LV EDVI - left ventricular end-diastolic volume index; LV ESVI — left ventricular end-systolic volume index; GLS — global longitudinal strain; RV FAC — right ventricular fraction
area change; TAPSE — tricuspid annular plane systolic excursion; SPAP — systolic pulmonary artery pressure.

Ha xpnBoOil KyMy/IATUBHOM MHIMAEHTHO- | CHu>KeHue ypoBHs GLS < 11% (OP 5,3; 95%
CTU B Te€YEHMe TIEPBBIX 5 JIeT HAOTIOIEeH U TIPefi- O 1,03-27,4, p = 0,0282) o ganubim 2D Strain
CTaBJIeHA 9acTOTa Pa3BUTUS MPOTPeCcCUpOBa- OBbIIM aCCOLUMPOBAHDI C XKeNTyJOYKOBBIMY Ta-
Hust XCH B 3aBucumoctu ot ®B JIXK (puc. 1) | xmapurmusammn.

U OT ypOBHs I7106a/IbHOT IIPOLONBHOI Aedop- Ha xpuBoOIl KyMyIATUBHON MHIUEHTHO-
maruu JDK (GLS) (puc. 2). CTM B TeYeHNe IePBBIX 5 JIeT HaOTIOeH s TIPef-

OnHodaKTOPHBIN aHa/NNM3 MOKAa3ajl, YTO | CTaBJI€HA 4aCTOTa PA3BUTHSA JKeTyLOUKOBOI
TaKle XapaKTepUCTUKY, kKak yacrtora JKI9C > TaXVapUTMUU B 3aBUCUMOCTN OT BEeIVYNHbI
500 yn/mu (OP 45; 95% [111 7,5-751,2, p = 0,0005), | @B JDK (MPT) (puc. 3) u yposusa GLS (puc. 4).
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PucyHok 1.
KymynatusHas
UHUMAEHTHOCTD XCH
JNA NaLNEHTOB

C Pa3NNYHbIM YPOBHEM
OB JIX (Kputepwmit
Mantel-Cox p < 0,0001)

Figure 1.

Cumulative incidence

of CHF for patients

with different LVEF levels
(Mantel-Cox criterion

p < 0.0001)

PucyHok 2.
KymynatuHas
UHUMAeHTHocTb XCH
ANA nauyueHToB

C Pa3NMYHbIM YPOBHEM
GLS (Kputepuit
Mantel-Cox p < 0,0541)

Figure 2.

Cumulative incidence
of CHF for patients with
different levels of GLS
(Mantel-Cox criterion

p < 0.0541)

PucyHok 3.
KymynatuHas
VHUMAEHTHOCTb KT

ANA NaLNEeHTOB

C pa3nNyYHbIM yPOBHEM
OB JIX (MPT) (Kputepuii
Mantel-Cox p < 0,2190)

Figure 3.

Cumulative incidence

of VT for patients

with different levels

of LVEF (CMR) (Mantel-
Cox criterion p < 0.2190)
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OnHO(aKTOPHBILIT aHA/IN3 TOKA3aJT, YTO TAKIe
XapaKTepPUCTHKI, KaK pubprusiumsi/Tpeneranme
npericeprii (OP 24; 95% TV 3,0-188,2, p = 0,0037),
nOJIIT (OP 32,2; 95% OU 1,2-956, p = 0,0352)
n ®B JIXK < 40% no manueiMm MPT ceppna
(OP 1,33;95% [ 1,03-1,7, p = 0,0269) 61111 ac-
COLIMMPOBAHBI € AMOOTNIECKIMI COOBITHSIMIAL.

Ha pucynke 5 npepcraBneHa KpuBas Ky-
MY/IATUBHON NHUNUEHTHOCTY YacTOThl Pa3BU-
TS 9MOO/INIECKUX COOBITIUI B 3aBUCUMOCTI
ot BenuuyHbl OJIII B TedeHue nepsrIX 5 /€T
HaOJII0eH M.

O6cyxpeHue

B nccnemyemori koropre ns 104 manueHToB
c coueranvem HKMIT u JKMII 3a nepyog; Habro-
JleHVs HeOMaronpusTHbIE COOBITIS BCTPEYATICH
y 84 (80,7%) maIyeHTOB, B TOM 4UCIe TIPOrpec-
cnposanne XCH o III OK y 47 (45,2%) naunues-
TOB; JKeTyJOYKOBbIE TaXMapUTMuu — y 26 (25,0%),
TpoMboamMboueckye cobprtus — y 11 (10,6%)
MMaIMEeHTOB.

ITo garHBIM OfHOGAKTOPHOrO aHa/M3a ak-
TOpaMI, aCCOLMPOBAHHBIMU C IIPOT'PECCUPO-
BaHyeM XCH po III ®K apnsnncy: Haam4dme npu
ncxonguoM obcnemosanuu @K CH II NYHA
(OP 15,4; 95% OW 1,9-125,3, p = 0,0002), Mmyx-
ckoit mon (OP 4,6; 95% W 1,3-16,1, p = 0,01),
DB JIDK <40% (OP 1,3;95% IV 1,1-1,4, p = 0,0004),
ysenudenne nKJO (OP 1,02; 95% M 1,01-1,04,
p = 0,0262), uKCO (OP 1,04; 95% 11 1,01-1,06,
p = 0,0080), ®UII ITX (OP 0,9; 95% 111 0,8-1,0,
p =0,0478) no pannpiM TTD, cHIDKeHNe YPOBHA
GLS < 11% (OP 4,7; 95% V1 1,2-17,4, p = 0,0207)
no maHHbeIM 2D Strain u macca ¢pubposa muo-
kappa 1o jaHHeIM MPT cepana ¢ 0oTcpoYeHHBIM
koHTpactuposanueM (OP 0,94; 95% 111 0,9-1,0,
p = 0,0329). Pe3ynbraThl JaHHOTO MCCIEOBA-
HUA COITIACYIOTCS C JAHHBIMY TIOCTIETHETO Me-
TaaHanAu3a, BKAYaBIIero 12 nccaenoBaHuit
n 1028 manueHTOB ¢ MegMaHO HAaGMIOmeHNA
2,5[2,1-2,9] rona, B KOTOPOM COOOIIaNIOCh O Ya-
cToTe rocnuTanusanuii no nosopy XCH y na-
unenToB ¢ HKMII, cocrapmsromieit 3,53 (95% 1;
2.5-4.11) Ha 100 genmoBeKo-eT. PerpeccnoHHbIN
aHa/IN3 BBLABUII IIOJIOKUTEIbHYIO CBA3b MEXTIY
poneit ®K II XCH NYHA Ha ucxoHOM ypOBHe
M 9aCTOTON TOCTIMTaIN3aL VI IIPY TOC/IEAYIOIIeM
Habnogenuu (koapdnuuent perpeccun 0,04
Ha 1% ysenunuenus:a gonu OK CH II NYHA,
p = 0,049 [21]. PerpeccuoHHBIT aHamn3 MOKa-
3an Takke, uto ®B JIJK, a He cremens Tpabe-
kynspHoctu JIDK 6b11a He3aBUCUMBIM NTpEUK-
TOPOM HEOTArOIPUSTHBIX COOBITHIT ¥ MICXOOB
y nanentos ¢ HKMII. Hannune ¢pubposa muo-
Kappa 1o fanHsiM MPT 6p1710 Taxke acconmnmpo-
BaHO C IJIOXMM MCXofoM y nanuenTos ¢ HKMII
BHe 3aBucuMocTy OoT paunatauyu JIDK [12] unn
@B JIK [13]. B raHHO# KOrOpTE MAILMEHTOB C CO-
gyerannem HKMII u IKMII taxue paxkTopbl, Kak
OB JIK < 40%, GLS < 11% 1 OUII ITXK < 35,5%
o pesynbraTam TTD OblIN He3aBUCUMBIM IIpe-
AMKTOPOM MPOrPeCCUPOBAHUS XPOHUYIECKON
CepieYHOl He[JOCTaTOYHOCTH.

B papne nccnemoBanmit mokasano, 4TO HaIN-
gire pubpo3a MMoKapya BCerya aCCOLMIPYeTCs
¢ )XU3Heyrpoxawomumy aputmuamu u BCC
OpY APYTUX KapAUMOMUONATHAX, TAKUX Kak
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JKMII, I'KMII, ga>xe npu OTCyTCTBUU CUCTO-
ndeckolt puchynkiun [22, 23]. OgHaxo B Ha-
6/110/1aeMOJ1 KOTOpTe MALMEHTOB C COYeTaHMeM
HKMII u JKMII ¢$ubpos mmokappa He cTanl
(haKTOpOM, aCCOLMMPOBAHHBIM C IIPOTPeccu-
posanueM XCH u pasButueM ey ouKoBbIX
TaXMapUTMuUil. B JaHHOM MCCcIeoBaHNY MBI [IO-
Kasasiu pojib II0Ka3aTess III00aIbHOI IIPOfO/Ib-
Holt gedopmanuu GLS no ganusiM 2D Strain
B IIPOrHO3MPOBAHUM >KeN1yJOYKOBBIX TaxXu-
ApUTMUI ¢ HOPOTOBBIM YPOBHEM 3HAUEHUSA
< 11% (OP 5,3; 95% IOV 1,03-27,4, p = 0,0282).
Jlo HacTosIIero BpeMeH! MPOBeeHO HeOOIb-
11oe KOJIMYeCTBO MCCAeNOBaHNIl O IIPOTHO-
CTMYECKOI [[eHHOCTM ToKas3aTesns rmobab-
HOJI IPOJO/IbHON JedopMaluy y HalMeHTOB
¢ HKMII, nipu 9TOM aHa/MM3upoBanuch He6ob-
I1ye BBIOOPKY MTaLIMEeHTOB U 00CY K JaNNCh pas-
JIMYHbIe IOPOTOBbIe 3HAYEHM A 3TOTO II0Ka3are-
JIs1 A1l IPOTHOSMPOBAHNs UCXOA0B 3ab0jeBa-
Husd [24, 25].

B xauecTBe NpeiINKTOPOB BOSHUKHOBEHM A
TPOMO0IMOOTNIECKMX COOBITIIT B JAHHOM JC-
C/leoBaHMY OBIIN ONpefie/IeHbl CIeyolue
daxrTopsl: GpubpunIALNA/TpeeTaHUE TIPE]-
ceppuit (OP 24; 95% I 3,0-188,2, p = 0,0037),
nOJIIT (OP 32,25 95% IOV 1,2-956, p = 0,0352) u
OB JIX < 40% no ganasiM MPT ceppua (OP 1,33;
95% M 1,03-1,7, p = 0,0269).

Taxum 06pasoM, BbLsAB/IEHHbIE IIPEANKTOPDI
IIO3BOJIAIOT BBIJE/IATD IPYIIIbI BICOKOTO pUCKa
VI IPOTHO3MPOBATh PA3BUTHE HEOTATOIPIUATHBIX
CepIeuHO-COCYAMUCTBIX COOBITUI Y IAI[MIEHTOB
¢ HKMII B couetanun ¢ JKMII.

KoHOnnKT nHTepeco He 3aABnAeTCA.
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KymynatugHas
VHUNAEHTHOCTD KT
JNA NaLNEeHTOB

C Pa3NYHbIM YPOBHEM
GLS (Kputepuii
Mantel-Cox p < 0,2080)

Figure 4.

Cumulative incidence
of VT for patients
with different levels
of GLS (Mantel-Cox
criterion p < 0.2080)

PucyHok 5.
KymynatuHas
VHLMAEHTHOCTb IC
ANA nauneHToB

C Pa3NNYHbIM yPOBHEM
nOMM (Kpurepuit
Mantel-Cox p < 0,01445)

Figure 5.

Cumulative incidence
of embolic events

for patients

with different levels
of LAVI (Mantel-Cox
criterion p < 0.01445)
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