https://doi.org/10.38109/2225-1685-2022-2-110-117

’ '.) Check for updates ‘

ISSN 2225-1685 (Print)
ISSN 2305-0748 (Online)

Komuccaposa C.M., Kpacbko 0.B.2, *Puneiickas H.M.!, Cepyk T.B.", EcpumoBa A.A.

HEKOMMAKTHAS! KAPAUOMWONATUA: KNIWHWYECKUE
®OPMbl, ICX0[bl U BbIXKUBAEMOCTb B KOTOPTE

BEJIOPYCCKUX NMALMEHTOB

'TY Pecny6rmkaHckuii HayYHO-MPaKTUYeCKni LLeHTp «Kapaunonorusi», yn. Po3el Jlokcembypr, 4.110 b,

r. Muuck 220036, Pecrny6rvka benapych;

2[HY «06beanHeHHbI HCTUTYT Npobnem uHgopmatukn HAH benapycu», yn. CypraHosa, 4. 6,

CsepieHus 06 aBTopax:

r. Muuck 220012, Pecriy6rvka benapyce

*ABTOp, OTBETCTBEHHbIH 3a CBA3b C pefakuued: PuHeiickaa Hagexna MuxainoBHa, Mnaflini Hay4yHbIA COTPYAHUK NabopaTopumn XpPOHUYECKON
cepaedHon HepoctatoqHocTn PHIL «Kapauonorua», yn. P. Jliokcem6ypr, A. 110 b, r. Munck 220036, Pecny6nuka benapyce, nadya.rin@gmail.

com, https://orcid.org/0000-0002-1986-1367

Komuccaposa Ceetnaia MuxainnoBHa, Be[lyLLMiA Hay4HbIA COTPYAHMK NabopaToOpMi XpOHNYECKOA CepaeyHoii HepocTaTtouHocTi PHIIL «Kapamono-
rus», QOKTOP Mef. Hayk, aoueHT, kom_svet@mail.ru, https://orcid.org/0000-0001-9917-5932
Kpacbko Onbra BnagumupoBHa, BedyLIMA HayyHblA COTPYOHWUK nabopatopum 6UOWHDOPMATWKW, KaHAMAAT MaTEMATMYECKWX HayK, MOOLEHT,

olga.krasko.ok@gmail.com, https://orcid.org/0000-0002-4150-282X

Cespyk TaTbsiHa BacunbeBHa, 3aBefiytoLLas 0TAeNeHMeM yNbTpa3BykoBoM amarHocTuku PHIL «Kapguonorus»,

ORCID: https://orcid.org/0000-0003-3634-0616

EchumoBa AHacTacus AnekcaHpoBHa, Bpay Ny4eBON ANArHOCTMKW peHTreHoBckoro otaenenus PHIIL «Kapauonorus», anst.efimova@gmail.com,

https://orcid.org/0000-0003-2424-6104

PE3HOME

Llenb — oueHUTb pe3ynbTatbl AANTENbHOMO HAaBAOAEeHNS 33 NauMeHTamu ¢
pasnnyHbIMK KNuHnyeckumm doopmami HKMI, CBA3aHHbIX C HUMW KIMHN-
YECKUMW UCX0JaMN, a TaKXKe 3-NETHIOK BbDKMBAEMOCTb.

Martepuan n metogpl. 06¢negosano 211 naumneHtos ¢ HKMIT (meamnaHa Bo3-
pacta 39 [18; 72] neT), n3 Hux: y 94 (44,5 %) AMarHocTUpoBaH N30MIMPOBAH-
HbIA peHoTun ny 117 (55,5 %) — coveTaHne ¢ ApyrumMmn KapanoMuonaTmus-
mu, B ToM yucne y 103 (48,8 %) naumeHTos — codetanue ¢ JKMIT; y 14 (6,6
%) — ¢ TKMI, KOTOpbIM NOMMMO TPAZAULIMOHHBIX KIUHUYECKUX METOL0B
nccnegosaHusa soinonHanu MPT cepAua C OTCPOYEHHbIM KOHTpacTMpoBa-
HUeM ragonuHuem. KoHeuHble To4KM nccnepoBanus Bkntovanu BCC, BCC ¢
yCMeLHoN peaHumaumen n umnnantauuen KO v soinonHenue OTC.
Pesynbratel. 3a nepuop HabnopeHus (MeanaHa Habnogequs 36 [6-211]
mec.) u3 211 naumentos ¢ HKMI y 24 (11,4 %) 6binu 3aperncTpupoBaHs!
HebnaronpuaTHble ucxodpl, B Tom yucne y 1 (0,5 %) — BCC, y 10 (4,7 %)
- BCC ¢ ycnewHoii peaHumaumen u yctatoskoi VKL, y 13 (6,2 %) Bbinon-
HeHa OTC. BCC Hactynuna y 11 (5,2 %) nauneHtos ¢ ®K I-Il NYHA, B Tom
qucne y 10 nauneHTOB C yCrmewHon peaHumaumen n uMnnantaumen VKL
yepes 23 (0T 5 po 152) mecsues nocne yctaHosreHus guardosa. OTC Bbl-

Bknag aBTOpOB. Bce aBTOPbI COOTBETCTBYKT KpMTEpMSM aBTOPCTBA
ICMJE, npnHumanu y4actue B NOArOTOBKE CTaTby, HABope mMaTepuana
1 ero 06paboTke.
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nonHexa 13 naumentam ¢ OK Il NYHA B cpoku 30 (o1 8 go 113) mecsaues,
nocsne NOCTaHOBKM AWarHo3a B rpynne naumeHToB ¢ coyetaHuem HKMIT ¢
JKMTT. Cpegtuit Bospact Ha MomeHT BCC unu OTC cocTtasnsan 37+12 ner.
3-NeTHAS BbIXMBAEMOCTb B rpynne nawuueHToB C U30MPOBAHHON (HOpMON
cocrasuna 98.9 (96.7-100) %, 1 3Ha4MMO pasnuyanacb ¢ rpynnoi nauueH-
T0B C coyetaHnem HKMIT ¢ IKMI 86.5 (79.6-94) %, u ¢ rpynnoii nauueH-
TOB C coyeTaHnem HKMIM ¢ TKMIM 72.9 (50.7-100) %, p=0,0012. Torga kak
3-neTHAs BbKNBAEMOCTb B rpynne ¢ codetaHnem HKMI ¢ KM n HKMIM
¢ FTKMI mexy co60i 3Ha4MMO He Pasnnyanuch.

3aknoyeHne. NporHo3 nauueHTos ¢ U30nupoBaHHon chopmoit HKMI B
LieSIoM 651aronpuaTHbIA U 3-NeTHAS BbDKMBAaEMOCTb MX cocTasuna 98.9
(96.7-100) %. Hanuyme coyvetanns HKMIT ¢ gpyrumu kapamomuonarus-
MU NPeACcKasblBaeT PUCK HEONArONPUATHBLIX KIUHUYECKUX UCXOLO0B W 3-X
NeTHAsA BbhkMBaemMocTb codetauus HKMM ¢ KM coctasuna 86.5 (79.6-
94) %, a npu coyetanun HKMM ¢ FKMIM 72.9 (50.7-100) %, 4T0 MOXKET
6bITb MOME3HbIM NPY BbIGOPE CTPaTerun BefeHns nauueHTos ¢ HKMI.
KnioueBble cnoBa: HeKOMNaKTHas KapaMOMWUONATUSA; BHe3anHas Ccepaey-
Has CMepTb, OPTOTOMWYECKAA TPaHCMNaHTauus cepiua, UMnnaHtaums
KapaunoBepTepa-aedubpunnatopa.

KoHthnukT uHTepecos. [TABTOpLI 3a9BNSKOT 06 OTCYTCTBUM KOHAIIMKTA
MHTEPEeCOB.
®UHaHCUPOBaHKUE CTaTbU He OCYLLECTBIIANOCS.
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SUMMARY

The aim is to evaluate the results of long-term follow-up of patients with var-
ious clinical forms of NGCM, associated clinical outcomes, as well as 3-year
survival.

Materials and methods. 211 patients with NCCM (median age 39 [18; 72]
years) were examined, of which: 94 (44.5 %) were diagnosed with an iso-
lated phenotype and 117 (55.5 %) with a combination with other cardiomy-
opathies, including 103 (48.8 %) patients with a combination with DCM; 14
(6.6 %) with HCM, who, in addition to traditional clinical research methods,
underwent CMR imaging with late gadolinium enhancement. The endpoints
of the study included SCD, SCD with successful resuscitation and implanta-
tion of ICD and the implementation of OHT.

Results. During the follow—up period (median follow-up 36 [6-211] months),
of 211 patients with NCCM, 24 (11.4 %) had adverse outcomes, including
1 (0.5 %) — SCD, 10 (4.7 %) — SCD with successful resuscitation and ICD
implantation, 13 (6.2 %) had OHT. SCD occurred in 11 (5.2 %) patients with
FC |-l NYHA, including 10 patients with successful ICD resuscitation and
implantation after 23 (from 5 to 152) months after diagnosis. OHT was per-
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formed in 13 patients with FC Ill NYHA at 30 (from 8 to 113) months after
diagnosis in a group of patients with a combination of NCCM and DCM. The
average age at the time of SCD or OHT was 37+12 years.

The 3-year survival rate in the group of patients with the isolated form was
98.9 (96.7-100) %, and significantly differed with the group of patients with a
combination of NCCM with DCM 86.5 (79.6-94) %, and with the group of pa-
tients with a combination of NCCM with HCM 72.9 (50.7-100) %, p=0.0012.
Whereas the 3-year survival rate in the group with a combination of NCCM
with DCM and NCCM with HCM did not significantly differ from each other.

Conclusion. The prognosis of patients with an isolated form of NCCM is gen-
erally favorable and their 3-year survival rate was 98.9 (96.7-100) %. The
presence of a combination of NCCM with other cardiomyopathies predicts
the risk of adverse clinical outcomes and the 3-year survival rate of a combi-
nation of NCCM with DCM was 86.5 (79.6-94) %, and when combined with
NCCM with HCM 72.9 (50.7-100) %, which may be useful when choosing a
management strategy for patients with NCCM.

Key words: non-compaction cardiomyopathy; sudden cardiac death; ortho-
topic heart transplantation; implantation of a cardioverter defibrillator.
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OPUIIMNMHAJTIbHAS CTATbA.
HKMI: CXOA4bl 1 BBIXXVBAEMOCTb

HekomnakTtHas kapguomuonatus (HKMI) npusnekaet Bce
60/blle BHUMAHWNA KapAMOnornieckoro coo6LLecTsa 3a nocneaHue
[BajuaTth feT, HO B NOBCEAHEBHOM KIMHWNYECKON NpakTKe BCe eLLe
CYMTAeTCa pefKoil natonorunei. Moka HeT 0BLLENPUHATBLIX AUaArHO-
CTUYECKNX KpUTEPUEB PSJ €BPOMEiCKNX 3KCNEpTOB AaXe 0TKa3bIBa-
tOTCS NPWU3HABATH 3TO 3a60JIeBaHNE OTAESIbHON KapAnoMMonaTtuen u
KNaccuuUMpYIoT ee Kak MOPONOrMYECKUIA NPU3HAK PasNNYHbIX
apyrux Kapaumomuonatuit. HKMIT 6bina knaccuduumpoBaHa Kak
OTAeNnbHas opma Kapavmomuonatun AMEpPUKAHCKOW KapAawono-
rnyeckoin accoumaumen (AHA) B 2006 r. 1 OTHECEHA K NepBUYHbIM
reHeTMYeckuM Kapauomuonatusam [1], EBponenckoe 06LLECTBO Kap-
LNOJIOrOB MO-NPEXHEMY CYMTAET ee HeKacCcMmMLMpPOBaHHOA Kap-
anommonaruen [2]. B Ho3onornyeckoii knaccudpmkaumm MOGE(S),
npeanoxeHHon BcemupHoi cepaeyHon dbenepaumen B 2013 .
6b110 npefoxeHo onpegenenue HKMIM: 1) B Buge OTAeNbHOMO 1
CaMOCTOSATE/IbHOr0 (PeHOTUNA M 2) B COYETaHUM C APYTMUN NepBuY-
HbIMU KapauoMMUONaTuAMMN: AuUNaTaLuMOHHONW, rUnepTpodMYecKon,
PECTPUKTUBHOWN, apUTMOreHHON [3].

HKMI xapakTepuayetcs Hanu4nem WUHTEHCUBHO PA3BMTbIX Xe-
NY[0YKOBbIX TPabekyn B COYETaHUM C rMyO6OKMMU, BbICTIIAHHLIMM
3HAOKApPLOM MeXTPabeKkynspHbIMIA NakyHaMu, He CBA3aHHbIMU C
KOPOHAPHbLIM KPOBOTOKOM W NpejpacnonaratowmMy K o6pasoBa-
HUIO TPOMGOB [4].

3aboneBaHne MOXeT NPeAcTaBNATb CO60N HapyLLeHUe 3MBPUO-
HaNbHOr0 Pa3BMTUA; OLHAKO TOYHbIA MEXaHU3M OCTAETCS HEACHLIM,
Y4UTbIBAS LUMPOKWIA BO3PACTHOM AManas3oH, B KOTOPOM NpeacTas-
neH heHoTun 3abonesaHns [5]. PacnpoctpaHenHocTs HKMI oue-
HuBaeTcA B AnanasoHe ot 0,14 go 1,3% [6]. VicTuHHas pacnpocTpa-
HeHHOCTb HKMIT Heu3BecTHa 1 3aBUCMT OT NONyNsLUumM, B KOTOPOW
NPOBOAMNN UCCIIEA0BaHKE U NPUMEHEHHOr0 MeToAa BU3yanu3aLum
cepaua npu o6cnefoBaHAK NONYNSLUN.

HKMI aBnsieTcsa reTeporeHHbIM 3a60MeBaHNEM C MHOXXECTBEH-
HbIMW BO3MOXHbIMI CONYTCTBYHOWMMK (heHoTUnamu. B 2015 .
cyutanocb, 410 HKMI coctouT M3 9 pasnuyHbIX NOLTMNOB (U30-
NUPOBAHHBIA, W30MUPOBAHHBLIA C apUTMUAMM, OWNATaLUWOHHbIRA,
rMNepTPOUYECcKNiA, CMeLLIaHHbINA, PeCTPUKTUBHLIA, HKMIT B coye-
TaHUW C BPOXKAEHHbIMY NOPOKaMK cepaua, NpaBoXenyLo4KoBbIi 1
6uBeHTpUKynapHbIn HKMM) [7], Torpa kak B 2016 r. akcnepTamu
European Society of Cardiology (ESC) 6bina npegnoxeHa fgpyras
Knaccupukauma (M307MPOBaHHAA C HOPMANTbHOM DYHKLMENR fe-
Boro xenygoyka (JIXK), HKMIT ¢ gunatauueit n gucdynkumein JIXK,
Hanpumep, cuHapom bapta; HKMIT B codeTaHum ¢ aunaTaumoHHOM
kapavomuonaruen (OKMIT), runeptpouyeckoil kapanomuonatuei
(TKMIM), pecTpukTnBHON Kapanomuonatuein (PKMIT) n aputmoren-
HOIA npaBoXxenynoykosoin kapavmomuonarmen (AKIMXK); HKMI B co-
YeTaHUN C BPOXKAEHHbIMW NOPOKaMM CepAL; CNOXHble CUHAPOMbI
C HECKONbKUMU MONNOPraHHbIMKU AedeKTamu; nNpuodpeTeHHble 1
noTeHunanbHo obpatumblie HKMI; HKMIT npaBoro »xenymoyka unm
6uBeHTpuKynapHas) [8]. MauuneHTbl ¢ HKMI MOryT uMeThb LUMPOKNIA
CNEKTP KNUHUYECKMX NPOSABMEHWIA: 0T 6eCCUMNTOMHON POPMbI A0
CUMMTOMOB CEplieYyHOil He[0CTaTOYHOCTU, >KU3HEYrpoXKatoLLlen
aputmumn/ BCC nnu Tpom6o3ambonuyeckux coboituit [9, 10]. Ecte-
cTBeHHOe TeyeHne HKMIT mano uayyveHo. OTCYTCTBUE CUCTONNYE-
CKOM ANCCYHKLMN MK KITUHUYECKN 3HAYMMbIX apUTMUIA CBA3aHO C
NYYLINM NPOrHO30M M0 JaHHbIM paga uccnegosanui [11, 12].

B naHHoI paboTe npeAcTasieHbl pesynbTaThl AIUTENIbHOIO Ha-
6/110eHMA 3a NALMEHTaMK C PaSNNYHBIMU KITMHNYECKUMN (DEHOTH-
namm HKMI, BapnaHTamn Te4yeHUs 3a60feBaHUS U, CBA3AHHBIX C
HUMMN KIIMHUYECKUMUN UCXOLAMM.

MATEPWAIbI U METO[IbI

B PHIL, «Kapauonorus» B Te4yeHWe 3-X NeT NpOCMEKTUBHO Ha-
ontopatorcs 211 naumentos ¢ HKMIT (meanaHa sospacra 39 [18; 72]
net), u3 Hux: y 94 (44,5%) amarHoctTpoBaH M30NMPOBaHHbIIA (heHO-
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™n ny 117 (55,5%) — co4eTaHne ¢ APYrMMU KapamoMuonatTuamu,
B ToM 4ucne y 103 (48,8%) naumeHtoB — codetaHue ¢ JKMI; y 14
(6,6%) — ¢ FKMI. Bce y4acTHuKM ganu J06pPOBOSbHOE NUCbMEHHOE
MH(OPMMPOBAHHOE COrMacue Ha yyactue B uccnegosaHui. MNaumnen-
TOB He BK/IOYanu B uUccrefoBaHue, ecnv oHu: 1) 6bian B BO3pacTte
mnagwe 17 neT Ha MOMEHT BKJI04EHUs B UCCNEAO0BaHWe; 2) NPoLwsIo
MeHee 6 MecsLeB 0T MOMEHTa BCTYN/EHUs B UccneoBanne; 3) 6binu
umnnantuposarsl KO/CRT-D [0 BKMOYEHMS B MCCNE0BAHME.

[uarxo3 HKMIT ycTaHaBnuBanm Ha 0CHOBaHUM CNEAYHOLLIMX KpUTe-
pues: IxoKI-kputepues Jenni 1 coasT. [13], BKIOYAIOLLMX COOTHOLLIE-
Hue HekomnaktHoro (NC) u komnaktHoro (C) cnoes NG/C > 2.0 B KoHLe
CUCTOMbI; MHOTQYUCIEHHBIX YPE3MEPHO BbIAAIOLLWXCS TPABEKYN W rMy-
6OKNX MEXTPABEKYNAPHBIX YrNyOneHnii; Hannyus > 2 TpabekynsapHbIX
yry6neHnii, CHabXaeMblX BHYTPKEYA0YKOBOI KPOBbO MO [aHHbIM
LiBETHOro Aonnneposckoro aHanuaa; MPT-kputepues (S. Petersen) npu
KOHe4Ho-anacTonnydeckom cootHoweHun NG/C > 2.3 B 0iHOM 13 cer-
meHTOB JTXK no 4nHHbIM ocsim MPT-u306paxeHus [14] u fonu Hekom-
NakTHOro Muokapaa > 20%, cornacHo Kputepuam A. Jaquier [15].

CoyetaHune HKMIM ¢ OKMI onpenensnocb Ha OCHOBaHWUM Crie-
Ayowmx Kputepmes: 1) cHKeHME r106anbHON (OYHKLUKM N1eBOro
xenygodka (J1XK) ¢ ®B JTXK < 45%; 2) gunataums JIK ¢ nHgekcom
KOHe4YHo-Amnactonuyeckoro o6bema K (KLO) > 97 mn/m2.

Coyetanue HKMIT ¢ TKMIT onpeaensnu npu yBeNUYEHUN TONLLNA-
Hbl CTEHKM MUokapaa JIXK > 15 MM B 0JHOM UNK HECKOMbKMX CErMeH-
Tax NeBOro xenynoyka (J1K) no pesynsraram 10601 BU3yanusnpyo-
LLelt MeToanKm: axokapauorpadoum (3XoKr), MarHUTHO-pe30HaHCHOM
Tomorpacpumn (MPT) unm KomnbtoTepHon Tomorpacpum cepgua (KT)
npu OTCYTCTBUM KaKOW-NNGO APYrod NpUHUHbLI, CNOCOOGHOW NpUBO-
ANTb K BO3HUKHOBEHUIO runepTpodoum Nesoro xenynoyka (JIXK).

[MaumeHTbl co BTOPUYHO aTuonorveit HKMI, Takne Kak nerou-
Hble 3a60/1eBaHNsA, UMMYHHONOTMYECKNE 3a6051eBaHMs, KapanoTOK-
CUYeCKNe BO3LEICTBUS, CUCTEMHAR TUMEPTEH3MS ObIfN UCKIHOYEHD.
KNUHMKO-NHCTPYMEHTaNbHOE 06CejoBaHNe NOMUMO CTaHAAPTHbIX
MeT040B 06cnefoBaHns (ocMoTp, c60p WHAMBMOYAILHOMO W Ce-
MeHOro aHamHe3a, 3reKTpoKapanorpadns, CyTo4Hoe MOHUTOPK-
posaHue 3Kl no XonTepy) BbINOMHANKM 3xokapanorpadunto (3xoKr)
W MarHUTHO-pe3oHaHcHyto Tomorpacuio (MPT) ¢ OTCpOYEHHbIM
KOHTpacTMpoBaHMeM. 3XoKapanorpadmyeckoe uccnegosaHme npo-
BOAWNOCH Ha CKaHepe akcnepTHoro knacca lE-33 doupmbl PHILIPS u
Vivid 7 dompmbl General Electric B COOTBETCTBMW C 06bEANHEHHBIM
pekomeHaauusam AMEPUKaHCKOro axokapanorpaduyeckoro oobiuie-
cTBa U EBpoONeickoi accoumaumm axokapauorpadum, no Konuye-
CTBEHHOW OLiEHKE CTPYKTYpPbl U ChyHKLMM Kamep cepaua [16].

[ToMUMO TpPaAMLMOHHO U3MepPseMbIX NoKa3aTesiell oLeHUBanm
hyHKumMto XK N0 CUCTONMYECKON 3KCKYPCUM B NNOCKOCTU TPUKY-
cnugansHoro konbua (TAPSE) n npoueHTy n3ameHeHms (pakLmMoH-
HOM nowagu (PUmM).

MPT npoBogamnu Ha MarHMTHO-PE3OHAHCHOM ToMorpade
Magnetom Aera 1,5 T (Siemens, [epMaHus) ¢ UCNOSIb30BAHNEM Ka-
Tywek Body 18 u anekTpokapamorpatu4yeckon CUHXPOHKU3ALNEN.
MpoTokon MP-CKaHMpOBaHUSA BKIHOYAN TPAAMEHT-3X0 MOCNEe0-
BaTESIbHOCTU C IPKOI KPOBbIO B KMHO-pexxume (True Fast Imaging
with Steady-state Precession) ans Moponornyeckon n yHKuu-
OHaJIbHOM OLEHKMN, rPagNeHT 3X0-N0oC/e0BaTeIbHOCTU UHBEPCUS—
BoccTaHoBsneHue (Phase-Sensitive Inversion Recovery) ¢ 0TCpoYeH-
HbIM KOHTpacTupoBaHmem 4epe3 10 MuHyT. [pn KOHTpAcTUPOBaHUK
BHYTPWBEHHO BBOAMAM MAapaMarHUTHOE KOHTPAcTHOE CPeacTBO
Ha ocHose ragonuuua Gd DTPA-BMA (omHuckaH, GE Healthcare
Nycomed) B pacyete 0,1 Mmonb/Kr. I306paXkeHns aHanusuposanu
Ha yOaneHHOo paboyen CTaHLMN C NCNONb30BaHNEM OpUIUHANBHO-
ro nporpaMmHoro o6ecnevexus ans MPT-uccnefnosavms cepaua
(Syngo.via — Siemens, [epmanus).

[MaumenTbl monyyvann MeaMKameHTO3HOE Jie4eHue B COOTBET-
cTBuu ¢ pekomergauuamu ESC no nevenunto XCH [17]: uHruéumropsl
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AHTMOTEH3NH-NpeBpaLlatoLiero depmeHnta (MAMN®) (41,4%), 6eTa-a-
ApeHo6nokartopsl (72,3%), netnesble guypetnkn (22,5%), aHtaro-
HUCTbI MWHEPANOKOPTUKOUAHBIX PeuenTopoB (45,5%), AMrOKCUH
(3,7%), HenpsAmble aHTUKOAryNnAHTbl (23%), HECKOJIbKO NaLueHTOB
(18,3%) 6bInM NepeBefeHbl Ha NPUEM cakyouTpui/BarncapTaHa.

Xnpypruyeckne n WHTEPBEHLMOHHbIE BMELIATeNbCTBa Ha CO6-
CTBEHHOM CEpZLE BKIIH0Yan1 UMNAAHTaLUMI0 PasfnyHbIX YCTPONCTB:
9KC — 1% naumentam, CRT-P — 1,6%, CRT-D — 1%, UK —
2,6%; pagnoyactoTHyio abnsumio (PHA) no nosody pasfinyHbIX
aputMuii — 3,1%, npoTe3npoBaHne MUTPanbHOM0/aopTanbHOro
KnanaHoB — 2,6%, KOPOHApHOe LUIYHTMPOBAHUE UMW CTEHTUPOBA-
HIe KOPOHAPHbIX apTepUil NPX HanM4YMM reMOANHAMNYECKM 3HA4M-
MOr0 KOpOHapHoOro atepockneposa — 2,1%.

CteneHb BblpaxeHHOCTM XCH 6bina AnarHOCTMPOBAHA HA OCHO-
BaHUM KIMHWYECKMX AAHHbIX, @ TaKXKe NabopaTopHbIM MapKepom
XCH - yposHem Nt-proBNP. BCC onpepensanach Kak HeoXuaaHHas
CMepTb, HACTYNMBLLAS MeHee 4YeM Yepe3 1 4ac nocne Ha4ana cum-
NTOMHOr0 CepAe4HoOro npucTyna.

KoHeuyHble To4kK uccnenosanms skntovanu BCC, BCC ¢ ycnelw-
HOM peaHumMaumen n umnnantauuen KO v OTC.

CTATUCTUYECKUIA AHAJU3

Konn4ecTBeHHble MOKasaTenu WMCCNefoBaHWUA NpeLCTaBlieHbl
MeanaHon u keaptunamu B suge Me [Q25; Q75]. CpaBHeHMe Konu-
4eCTBEHHbIX MOKa3aTesnein B TPeX rpynnax npoBoauI0Ch C NOMOLLbIO
Kputepua Kpyckana-Yonnuca.

KayecTBeHHble nokasartenin NpefcTasieHbl 4acToTamu W npo-
ueHTamu B rpynne. Mpu uccnefoBaHny Tabnuy CONPSXKEHHOCTY
1CNONb30BANICA KPUTEPUIA XWN-KBALPaT, B CNy4ae HapyLleHus npeg-
MOJIOXKEHUIA, NEXaLUnX B OCHOBE KpUTEpUS XU-KBAZpaT, UCMoJb30-
BaJICA TOYHBIN KpuTepuin duilepa.

AHanu3 BbDKMBAEMOCTW OCYLLECTBMIANCA C MOMOLLLIO OLEHKM
Kannau-Maiepa, onpegensanacb KymynatusHasa 3-1etHas 6ecco-
ObITUIAHAA BEPOATHOCTbL JOXUTMSA C pacHeToM 95% LOBEpPUTENbHBIX
nuTepsanos (OW). CpaBHeHWs rpynn npoBOAMNMCH MO NOM-paHK
Kputepuio.

MNpu HanU4MM HEOAHOPOZHOCTU MO KpuTepuam Kpyckana-Yonnu-
ca, xu-kagpar/®@uLlepa, Nor-paHKOBOMY KPUTEPUIO OCYLLECTBNIAN-
s post-hoc aHanus nyTem BbINOHEHWS MAPHbIX CPABHEHUA MEXIY
rpynnamu ¢ nonpasKom XosibMa Ha MHOXECTBEHHbIE CPABHEHUS.

Pesynbrarbl aHanu3a CYMTanuCb CTATUCTUYECKW 3SHAYUMbIMU
npu p < 0,05.

Bce pacueTtbl npoBOANUNMUCH B CTATUCTUYECKOM NakeTe R, Bepcus
4.1 [18].

PE3YJIbTATbI U ObCYXXEHUE

Pacnpenenenune knuHudecknx doopm HKMI Ha MoMeHT nocTa-
HOBKW [uarHo3a 6bino cnegyowmm: 94 (44,5%) n30n1pOBaHHbI
tpeHotun HKMM; y 103 (48,8%) naumeHToB — codetaHue HKMI ¢
LunataunonHoi kapguomuonaruen (OKMM); y 14 (6,6%) — ¢ runep-
Tpobuyeckoit kapaummonartuen (TKMIM). bbin BCero 0auH nauneHt
¢ (eHoTunom pectpukTuHon HKMI; ognH naumeHT co CMeLLaH-
HbIM cpeHoTunom (HKMIM/OKMIM/TKMIT) u Tpu naumenTa ¢ coyeta-
Huem HKMI ¢ BIC (2 — ¢ aHomanueit 3nwreriHa, 1 — ¢ M), no-
3TOMY 3TN NaUWeHTbl He ObINK BKNOYEHa B aHanua. MoyTu Bce 98%
umenu namonatunyeckoe HKMIT; y 2 nauueHToB 6bIIM MOHOMEHHbIE
CWHAPOMHbI 3a60neBaHus (CUHAPOM [JaHOHA — 1 NaUMeHT, CUHAPOM
HyHaH — 1 naumeHT), KOTOpbIE TaKXXe He ObIIN BKIYEHbI B aHAMNN3.

PacnpeaeneHne KNWHUKO-MHCTPYMEHTANbHbIX XapakTepucTuK
npw NOCTaHOBKE AKarH03a B 3aBUCMMOCTM OT KNMHUYECKOA (hOpMbl
HKMI npeacTasneHo B Tabnuue 1.

He 6b110 3HAYUMBIX PA3NNYUIA MEXIY KNUHUYECKUMU dhopmamm
HKMTI1 B OTHOLIEHMM BO3pACcTa HA MOMEHT NOCTaHOBKM AuarHo3a. B
[aHHOIA KoropTe Npeo6nagan nauyneHTbl MyXCKOro nona npu Bcex
KnuHu4eckux gopmax (p<0,001) 3a ucknoueHnem rpynnbl nauueH-

TOB ¢ codeTaHnem HKMIT n TKMI, B KOTOPOM KONUYECTBO MYXY4MH
1 XKEHLIMH 6bINI0 NOPOBHY. OTArOLIEHHbIA CEMEHbIA aHaMHe3 Mo
Kapauomuonaruam 6ol npocnexed y 12 (85,7%) naumeHToB ¢ Co-
yetaHnem HKMIM ¢ TKMIM, y 12 (11,7%) nauneHToB C COYeTaHMEM
HKMI ¢ OKMM ny 12 (12,8%) ¢ n3onuposanHoi opmorn HKMI.
CemeliHbIl aHamHe3, oTAarouleHHbIn BCC y poAcTBEHHMKA NepBOii
cTeneHn poactea 6biny 6 (2,8%).

Ha MOMeHT noctaHoBkM anarHo3a cumntoMbl XCH 6binun y Bcex
naumeHToB; y 65 (69,1%) XCH Ha yposHe | ®K NYHA onpegensinm y
nauueHToB ¢ u3onuposanHomn hopmoint HKMIT, 4To 3Ha4Mmo pasnuya-
nocb ¢ covetaHnem HKMI ¢ gpyrumu kapamomuonatuami (p<0,001),
npu koTopbix npeo6bnagan Il @K XCH NYHA: y 82 (79,6%) nauneHToB
HKMIM B covetanum ¢ KM ny 12 (85,7%) naumentos ¢ HKMI B co-
yetaHuu ¢ FTKMIT (p<0,001). XCH Il ®K NYHA 6b1n 3apeructpupoBaH
nuwb y 15 (14,6%) naumentos ¢ covetaHnem HKMIM ¢ OKMIT.

XpoHuyeckas copma @I npucytcteosana y 5 (35,7%) naum-
eHTOB C coyveTaHnem HKMIM ¢ TKMIT ny 35 (34%) nauueHToB ¢ co-
yetaHnem HKMM ¢ OKMI, 410 6b150 3Ha4MMO 6osblue (p<0,001),
YeM Yy NaLMeHTOB ¢ U3onuposaHHon opmoit HKMN — 11 (11,7%).
Kenynoykosble aputmumn (XK3G > 500 B CyTKM) 3HAYMMO YaLLie peru-
CTPMPOBANM y nauueHToB ¢ covetaHnem HKMI ¢ TKMI no cpaBHe-
HUIO C U30/1MPOBAHHON (hopmoit 3ab6osnesanms (p = 0,010). NBJTHMT
npucytcteosana y 37 (35,9%) nauueHToB ¢ coyetaHmem HKMI ¢
OKMMN ny 5 (35,7%) naumeHTos ¢ codetaHnem HKMI ¢ FKMIT, Tor-
J1a KaK y NauueHToB ¢ u3onupoBaHHoi popmoit HKMI 6bina nutlib
y 10 (10,6%) (p<0,001).

1o paHHbIM Ix0KI-ncecnegoBaHusa meguaHa uHgexkca oooema Jill
6bina Hanbonbluen y nauneHToB ¢ covetaHnem HKMIM ¢ OKMIT 55
[41; 71] mm/M2 1 3HA4MMO pa3nmyanachb ¢ M30ANPOBAHHON (hOPMOIA
HKMI (31 [26; 39] mm/m?, p<0,001). MeamuaHa OB JIK cocTtasnsna
30 [26; 37] % B rpynne nauneHToB ¢ coyetaHnem HKMI ¢ AKMIT, 4o
ObIS10 3HAYMMO HIDKE, YeM Y MaUMeHTOB ¢ 13onmpoBaHHoi HKMI (p
<0,001) 1 no cpasHeHwto ¢ nauneHTamm B rpynne codetaHns HKMI ¢
[KMIT (58 [41; 62] %, p<0,001). Ounatauumsa JIK Habnoganacs T0Sb-
KO Yy nmauueHToB B rpynne ¢ codetaHmem HKMIM ¢ OKMIM: meanana
KIOP J1)K 68 [64; 72] mm; meamnana KCP JTK 58 [52; 63] MM, 4T0 6b1510
3Ha4KMO 60NbLLE, YeM Y NALMEHTOB ¢ M3onmposaHHon HKMIM u y na-
LMeHToB ¢ coyetaHuem HKMI ¢ TKMI (p<0,001).

[Tpn MeXrpynnoBom CPaBHEHUW CMCTONMUYECKOW DYHKLMM THK
rno6anbHas CoKpaTUTeNbHas CNOCOOHOCTb Oblla 3HAYUMO HIDKE Y
nauuenToB ¢ coyetaHnem HKMI ¢ OKMIM (®UM — 36 [29; 41] %)
B CPaBHEHUW C MaLUMEHTaMU C W30NKUpOBaHHOK chopmont HKMIT
(PUN — 45 [42; 49] %, p<0,001). KonnyecTBo naumeHToB C pe-
CTPUKTUBHbIM TWUMOM AWUACTONMYECKON ANCHYHKUMM ObINO BbiLle
cpeay nauneHtoB ¢ covetaHmem HKMIM ¢ KM — 31 (36,9%) B
CpaBHeHue ¢ U30n1poBaHHom rpynnoii HKMM — 18 (22%).

Mo naHHbIM MPT cepaua cuctonuyeckas ancayHKumus 6bina 60o-
nee BbIPAXEHHOI y nauneHToB ¢ coyetaHmem HKMIM ¢ OKMIT (OB
JDK — 30 [22; 34] %) B CpaBHEHWW C W30SIMPOBAHHOI rPYNMoN U B
coyetaHun ¢ FTKMI (B JTK — 54 [45; 60] %, 55 [43; 65] %, co0T-
BETCTBEHHO, p<0,001). MMokasaTenn 06bemoB J1XK, CBUAETENbCTBYIO-
LLMX O BblpaXKeHHOI aunatauum JIK, 6bIin 3Ha4MMO BbiLLe Y NaLyeH-
TOB C coyeTaHnem HKMIM ¢ OKMIM: meguana uk[0 — 161 [136; 197]
mn/m? n nKCO — 120 [91; 157] mn/m2, B CpaBHEHMM C NALMEHTaMN C
nzonuposanHon HKMI (uKOO — 99 [87; 112] mn/m2 n nKCO — 43
[37; 57] mn/m2) n naumeHTamn ¢ codetannem HKMIM n TKMIM (nKOO
— 89 [79; 122] mn/m2 n uKCO — 46 [27; 70] mn/m2, p<0,001).

Mo paHHbIM MPT ¢ OTCpPOYEHHLIM KOHTpacTUpoBaHmeM pubpos
MWUOKapAa 4aie onpeaensncs y nauneHToB ¢ codetaHnem HKMIM un
JKMM -57 (55,9%) u y naunenToBs ¢ coyetaHnem HKMIM u TKMM —
11 (78,6%). Meguana o6bema onépo3a MoKapLa no OTHOLLIEHUIO K
06bemy MiOKapa B aTUX rpynnax coctasuna 25 [8; 25] % n 25 [13;
41] %, COOTBETCTBEHHO, YTO BbISI0 3HAYMMO BbILLIE, YEM Y NALMNEHTOB
¢ n3onuposaHHoit HKMIM — 8 [5; 20] %, p<0,005.
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OPUIIMNMHAJTIbHAS CTATbA.
HKMI: CXOA4bl 1 BBIXXVBAEMOCTb

Ta6nuua 1. PacnpeeneHne UCXOAHbIX KITMHUYECKNX U CTPYKTYPHO-(PYHKLMOHANbHBIX NOKa3aTenen B 3aBUCUMOCTH OT KnuHudeckux coopm HKMIM
Table 1. Distribution of initial clinical, structural and functional parameters depending on the clinical forms of NCCM

WcxoaHble napameTpbl Bce nauuentol ¢ [auueHTbl ¢ MaumenTbl ¢ MaumenTsl ¢ 3HaueHue p

HKM, H30JIMPOBAHHON HKMI/aKMn, HKMI/TKMI, n=14

n=211 thopmoit HKM, n=103

n=94

Knuxnyeckne XapakTepuctnkn
Bo3pact ycTtaHoBku AnarHosa, net 37 [28; 50] 34 [24; 48] 40 [31; 50] 37 [34; 46] 0,171
Mon, n (%) <0,001-2
X 72 (34,1) 43 (45,7) 22 (21,4) 7 (50)
M 139 (65,9) 51 (54,3) 81(78,6) 7 (50)
CemenHas opma, n (%) 36 (17,1) 12 (12,8) 12 (11.7) 12 (85.7) <0,001*
N <0.001"2
| 73 (34,6) 65 (69,1) 6 (5,8) 2 (14,3)
Il 123 (58,3) 29 (30,9) 82 (79,6) 12 (85,7)
]| 15 (7,1) 0 15 (14,6) 0
Hanuune noctosHHoil @I, n (%) 51 (24,2) 11 (11,7) 35 (34) 5(35,7) 0,001'-2
Hannyue XKIC >500 B cyTkm, n (%) 13(7,2) 2 (2,4) 8 (9,4) 3 (25) 0,010"-®
Hanuune NBJIHMC, n (%) 52 (24,6) 10 (10,6) 37 (35,9) 5(35,7) <0,001"
lMokasaremn 3xoKI
nonn, 40 [30; 57] 31 [26; 39] 55 [41; 71] 40 [31; 59] <0,001"2
mn/m?
@B X, % 43 [30; 55] 54 [49; 60] 30 [26; 37] 58 [41; 62] <0,001+
KAP JIXK, mm 60 [55; 68] 55 [52; 59] 68 [64; 72] 48 [45; 57] <0,001*
KCP JIX, mm 48 [38; 58] 38 [32; 42] 58 [52; 63] 32 [29; 40] <0,001*
onn, % 42 [34; 48] 45 [42; 49] 36 [29; 41] 48 [44; 49] <0,001*
TAPSE, mm 19 [15; 21] 20 [18; 23] 16 [12; 19] 20 [19; 26] <0,001*
CONA, Mm pr.cT. 28 [22; 37] 24 [20; 29] 34 [26; 41] 28 [24; 33] <0,001"
E/A 1.6 [1,2;2,12] 1.5[1,23;1,82] 1.8 [1,13; 2,5] 1.48 [1,19; 2,4] 0,183
Yucno nauuenTos ¢ E/A > 2 54 (30,2) 18 (22) 31(36,9) 5(38,5) 0,088
lMoxasaresm MPT cepgua
@B JIX, % 40 [30; 55] 54 [45; 60] 30 [22; 34] 55 [43; 65] <0,001*
uKO0 JIXK, mn 114 [96; 158] 99 [87; 112] 161 [136; 197] 89 [79; 122] <0,001+
MKCO JIX, mn 68 [43; 117] 43 [37; 57] 120 [91; 157] 46 [27; 70] <0,001*
®B NX, % 48 [42; 55] 53 [49; 58] 42 [36; 48] 55 [48; 56] <0,001*
Hanuume chnbpo3sa, n (%) 95 (45) 27 (28,7) 57 (55,9) 11 (78,6) <0,001%
% maccbl hubpo3a 25 [6; 25] 8 [5; 20] 25 [8; 25] 25 [13; 41] 0,005°
Yucno cermentos ¢ NC 4[3; 6] 4[3; 6] 4[3; 6] 31[2; 4] 0,037%°

Mpumevanue: gaHHble npeacTasneHsbl B Buge n (%), Me [LQ; UQ]; HKMM - HekomnakTHas kapanomuonatus; HKMIM/OKMIT — HekoMnakTHas KapanoMuonaTtus B Co4eTaHum
¢ AunataunoHHon kapanomuonatmeit; HKMII/TKMI — HekoMnakTHas KapauomMuonartus B COMeTaHWN ¢ runeptpodouyeckoii kapauommonatneid; ®K CH — dyHKUMOHANbHbINA
Knacc cepfevHoil HegoctatoqHocTh; @I — dmbpunnauma npegacepanii; XK3C — xenymoykosas akctpacuctonus; MBJHMNM — nonHas 6nokaaa nesoii HOXkKK nyyka Mca; ®B
JIK- dhpakums Bbibpoca nesoro xenyaoyka; nOJMN — naaekc o6béma nesoro npeacepamns; KOP JIXK — KOHeYHO-AMacTonnyecknii pasmep nesoro xenyaoyka; KGP JIXK — ko-
HEYHO-CUCTONMYECKMIA pa3mep NeBoro xenyaouka; ®UM — dpakums n3mMeHeHUs NNOLWAaN NPaBoro Xxenyaouka; TAPSE — cuctonuyeckas 3KCKypcus B n0CKOCTH TPUKYCNN-
nanbHoro konbua; GOJIA — cUCTONNYECKOE JaBNeHIne B Nero4Hon aptepun; E/A — 0THOLLEHME MAKCUMalbHOI CKOPOCTY NOTOKA KPOBM B (ha3y 6bICTPOro HanonHeHns; K40
— WHAEKC KOHEYHO-AMACTONMYeCcKOro 06bEMa N1eBoro xenyaouka; nKCO — MHAEKC KOHEYHO-CUCTOMYECKOro 06bEMA N1eBoro xenynoyka; ®B MK — dpakuus Boi6poca npasoro
xenyaoyka; NC — HeKOMNaKTHbIA MUOKApA;

12 _ cTaTMCTNYeCKM 3HaYUMble pa3nuuns (p <0.05) mexay rpynnamu 1 1 2 ¢ NONPaBKO HA MHOXXECTBEHHbIE CPABHEHNS;

18 — cTatncTUyeckm 3Ha4umble pasnuuns (p <0.05) mexay rpynnamu 1 1 3 ¢ NONPaBKO HA MHOXXECTBEHHbIE CPABHEHNS;

23 _ cTaTUCTUYEeCKM 3Ha4uMble pasnuyuns (p <0.05) mexay rpynnamu 2 1 3 ¢ NONPaBKO Ha MHOXXECTBEHHbIE CPABHEHNS;

* — CTAaTUCTUYECKN 3HaYUMble pa3nuyus (p <0.05) mexay rpynnamu 1 1 3 v rpynnamn 2 n 3 ¢ NONPaBKON HA MHOXECTBEHHbIE CPABHEHNS;

$ — CTATMCTUYECKM 3HaYMMble pasnununs (p <0.05) mexay rpynnamn 11 2 u rpynnamu 1 1 3 ¢ NONPaBKoi Ha MHOXECTBEHHbIE CPABHEHNS,

* — CTATUCTMYECKM 3Ha4YMMble pasnnyuns (p <0.05) mexay rpynnamu 1 1 2 v rpynnamu 2 u 3 ¢ nonpaBKoid HA MHOXXECTBEHHbIE CPABHEHUS.

Notes: the data are presented as n (%), Me [LQ; UQ]; NCCM - non-compaction cardiomyopathy; NCCM/DCM — non—-compaction cardiomyopathy in combination with dilated
cardiomyopathy; NCCM/HCM — non-compaction cardiomyopathy in combination with hypertrophic cardiomyopathy; HF FC — functional class of heart failure; AF - atrial fibril-
lation; VPB — ventricular premature beats; LBBB —left bundle branch block; LV EF — left ventricular ejection fraction; LAVI — left atrial volume index; LV EDD — left ventricular
end-diastolic diameter; LV ESD - left ventricular end-systolic diameter; FAC — fractional area change; TAPSE — tricuspid annular plane systolic excursion; sPAP — systolic
pulmonary artery pressure; E/A — early to late diastolic transmitral flow velocity; LV EDVI - left ventricular end-diastolic volume index; LV ESVI - left ventricular end-systolic
volume index; RV EF — right ventricular ejection fraction; NC — non-compacted myocardium;

12 — statistically significant differences (p<0,05) between groups 1 and 2 adjusted for multiple comparisons;

18 — statistically significant differences (p<0,05) between groups 1 and 3 adjusted for multiple comparisons;

23 _ statistically significant differences (p<0,05) between groups 2 and 3 adjusted for multiple comparisons;

* — statistically significant differences (p<0,05) between groups 1 and 3 and groups 2 and 3 adjusted for multiple comparisons;

$ _ statistically significant differences (p<0,05) between groups 1 and 2 and groups 1 and 3 adjusted for multiple comparisons;

+ — statis ically significant differences (p<0,05) between groups 1 and 2 and groups 2 and 3, adjusted for multiple comparisons.
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CootHoweHne NC/C He nokasano CTaTUCTMYECKM 3HAYMMBbIX
pasnuyMini Mexay rpynnami, YUCNo CErMEHTOB C HEKOMMNAKTHbIM
MWOKapAoM ObI710 3Ha4MMO 60MbLUe B rpynne C M30JMPOBAHHON
opmoit HKMI u ¢ covetanmem HKMIT ¢ KM (p=0,037). JToka-
NN3aumns HeKOMNAKTHBIX CErMEHTOB NPeACcTaBneHa Ha pucyHke 1.

Mo aaHHbIM 3X0KT 1 MPT cepAaua HeKOMNAKTHbIA MUOKAPA Yallle
BCEro NOKanm30Bancs B BEPXYLUEYHbIX W CPeaHEeXeny4o4KoBbIX
CermeHTax nepefnHei, 60KOBON U HUXHEN CTeHKM (6onee vyem y 80
%) naumeHToB. [opaxeHne cpefHeit YacTu nepefHeit cTeHkn JDK,
ero neperopoaku n 6a3anbHbIX CErMEHTOB BCTPEYANnoCh 3HA4YUTENb-
HO pexxe. Tpu 1 6onee cermeHTa 6b1K nopaxeHsl y 167 (79,1%) na-
uueHToB. CpeaHee 3HaqeHne cooTHoleHns NGC/C, namepeHHOM npu
IxX0KI cornacHo kputepusam Jenni et al., B pa3HbIX CerMeHTax cocTa-
Buno ot 2,0 4o 2,5, a u3mepeHHOM npu BbinonHexun MPT cepaua
cornacHo kputepusm Petersen et al., coctasuno ot 2,3 fo 2,5.

MeaunaHa HabntofeHus coctasuna 36 mec. (07 6 go 211) 3a ne-
puoa HabnogeHns u3 211 naumentos ¢ HKMIMy 24 (11,4%) 6binu
3aperncTpMpoBaHbl HE6NAronpuATHbIE UCXOAbl, B TOM yucne y 1
(0,5%) — BCC, y 10 (4,7%) — BCC ¢ ycnewHon peaHumaupen u
ycTaHoBkoii K[, 13 (6,2%) nauneHtam BbinonHeHa OTC.

AHanua HebnaronpuaTHbIX MCXOAOB B 3aBUCKUMOCTM OT KNUHM-
yeckux popm HKMI npencTasneH B Tabnuue 2.

3-NeTHAS BbKMBAEMOCTb B 3aBUCUMOCTU OT KAIMHUYECKOI dhop-
Mbl NPEACTaB/IEHA HA PUCYHKE 2.

BCC Hactynuna y 11 (5,2%) naumentos ¢ OK I-Il NYHA, B ToMm
yucne y 10 nauueHToB ¢ YCNeLHON peaHumaLeid 1 MnnaHTauuei
WK yepes 23 (o1 5 go 152) mecaves nocne yctaHoBMIEHNS AMArHO-
3a. OTC BbinonHeHa 13 nauuentam ¢ OK [ NYHA B cpokun 30 (ot 8
1o 113) mecsues, nocsne NOCTaHOBKM [AMarHo3a B rpynne naumeHTos
¢ coyetanmem HKMI ¢ OKMI. Cpeaumin Bo3pacT Ha MmomeHT BCC
nnu OTC cocTasnan 37 + 12 ner.

3-NeTHAS BbKMBAEMOCTb B rpynmne nauueHToB C M30NMPOBaAH-
HOIW cpopmoii coctasuna 98,9 (96.7-100) %, m 3Ha4MMO pasnu-
yanacb ¢ rpynnom nauueHToB ¢ codetaHnem HKMM ¢ OKMIT 86,5
(79,6-94) %, n ¢ rpynnoii nauneHTos ¢ covetaHnem HKMI ¢ TKMIN
72,9 (50,7-100) %, p=<0,001. Torga Kak 3-neTHAs BbKMBAEMOCTb
B rpynne ¢ codetaHuem HKMI ¢ KM n HKMI ¢ TKMIT mexay
C060/i 3HAYMMO He pasnuyanuck (Taén. 3).

Ta6nuua 2. Nicxoabl B 3aBUCUMOCTH OT KNUHMYeckux chopm HKMIM
Table 2. Outcomes depending on the clinical forms of NCCM

Wcxopp! WsonupoBanHas HKMI/  HKMI/
HKMI, JKMN, KM,
n=94 n=103 n=14

BCC 6e3 umnnaxTauum B 1(1) _

WKL, n (%)

BCC c ycneLuHon

peaHumaumen u

umnnantauueit UK[, ) Bl | D)

n (%)

o 13
OTC, n (%) - (12.6) -

Mpumeyanne: HKMI — HekomnakTHas kapanomuonatus; HKMM/OKMMN — Hekom-
MakTHas KapaMoMMONaTUsl B COYETAHWW C AMNaTaunoHHOW Kapauomuonatuer;
HKMI/TKMI - HekomnakTHas kapAwuomMuonaTtus B COYETaHWM C runepTpoduye-
cKoii kapanomuonatueit; BCC — BHe3anHas cepaedHas cmepTb; UKL — nvnnatu-
pyemblit KapanoBepTep-gedubpunnatop; OTC — opToTONNYeCcKas TpaHCINaHTaums
CepaLa; N — KOMMYECTBO NaLNEHTOB

Notes: NCCM - non-compaction cardiomyopathy; NCCM/DCM — non-compaction
cardiomyopathy in combination with dilated cardiomyopathy; NCCM/HCM - non-
compaction cardiomyopathy in combination with hypertrophic cardiomyopathy;
SCD - sudden cardiac death; ICD — implantable cardioverter defibrillator; OHT —
orthotopic heart transplantation; n — number of patients

Ta6nuua 2. Ucxopabl B 3aBUCUMOCTH OT KnuHU4eckux hoopm HKMI
Table 2. Outcomes depending on the clinical forms of NCCM

Ipynna TpexnetHsas BbhkMBaemocTb (95% [1)
W3onupoBanuas HKMI 98,9 (96,7-100)
HKMIM/AKMN 86,5 (79,6-94)
HKMIM/rKkMn 72,9 (50,7-100)

Mpumeyanne: HKMI — HekomnakTHas kapavnomuonatus; HKMI/OKMI — Hekom-
NaKTHaA KapaMOMWUONATUS B COYETAHUW C JWNATaLMOHHOW Kaphuomuonatumei;
HKMIM/TKMI — HeKkoMnakTHas KapaMoMuonatus B COYETaHWW ¢ runepTpocpuye-
CKOIt kKapavomuonatuent; O — nosepuTenbHbI UHTEPBAN

Notes: NCCM - non-compaction cardiomyopathy; NCCM/DCM — non-compaction
cardiomyopathy in combination with dilated cardiomyopathy; NCCM/HCM - non-
compaction cardiomyopathy in combination with hypertrophic cardiomyopathy; Cl
- confidence interval

2,5 2,0 1,5 1,0 0,5 0 CermenT % 0 0,5 1,0 1,5 20 25 3,0
2,5 BepxyLueyHblii nepeaHuin 87,2 2,3
2,5 BepxyLueyHbIn 60KOBOI 99,5 2,3
2,5 BepxyLUeYHbIN HKHUIA 791 2,3
2,4 BepxyLUueyHbIin NneperopoaoyHblii 21,3 2,4
2,4 CpeaHuii nepeaHuin 28,4 2,4
2,5 CpepHuii 60k0BOM 40,3 2,3
2,5 CpeaHuii 3agHuin 17,5 2,5
2,5 CpeaHuii HIKHWiA 21,3 2,5
2,3 CpeaHuii neperopofoYHbIi 0,5 2,5
2,3 basanbHblit nepeaHnit 0,9 2,4
2,3 BasanbHblit 60K0BOI 0,5 2,0
2,3 baszanbHblii 3aaHnil 0,5 2,0

CootHowwenue NC/C (Petersen)

PucyHok 1. Pacnpepsenenue BoBneveHHbIX cermeHdTos npu HKMI
Figure 1. Distribution of the involved segments in NCCM

CootHowerue > NC/C (Jenni)
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OPUIIMNMHAJTIbHAS CTATbA.
HKMI: CXOA4bl 1 BBIXXVBAEMOCTb
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PucyHoK 2. TpexneTHAs BbDKUBAEMOCTb OT KnuHU4eckoin hopmbl HKMI

Figure 2. Three-year survival of different clinical forms of NCCM

OBCYX/EHUE

B naHHOM nccnenoBaHum NpeficTaBneH aHanna aaHHbix 211 na-
uuentos ¢ HKMI B Buge nsonuposanHoro tunay 94 (44,5%) wnu B
coyetanum ¢ AKMM y 103 (48,8%) n T/KMM y 14 (6,6%) nauneHToB.
Haww pauuble nokasbisaiot, 410 24 (11,4%) naumeHTta nepeHecnu
HebnaronpuATHble ucxodpl, B Tom yncne y 1 (0,5%) — BCC, y 10
(4,7%) — BCC ¢ ycnewHoi peanumauuein u yctaHoskon KM, 13
(6,2 %) naumentam BbinonHeHa OTC B nepsble 30 MecsLeB nocne
NOCTAHOBKM AnarHo3a.

lMony4yeHHbIe HAMU JAHHbIE COrNACYHTCS C JAHHbIMI APYIUX KO-
FOPTHbIX UCCNeAoBaHui. B HeaaBHO ony6nnKoBaHHOM MeTaaHannse
[19], Bkntoyatowwem 28 nccnepoBanuii 1 2501 naumeHToB ¢ HKMI

Ta6nuua 2. Ucxopbl B 3aBUCUMOCTH OT KnuHuueckux thopm HKMIM
Table 2. Outcomes depending on the clinical forms of NCCM

(cpenHui BospacT 46 + 7 net, MeamaHa Habnogenus 2,9 net) LaH-
Hble 0 4acToTe OTC 6bInn LOCTYNHbI B 14 MCCNeaoBaHMsX, BKMKOYaB-
wunx 1576 nauneHTos, MmeamaHa HabnogeHns 2,8 (92,4-4,9) roga.
O6was 4actota OTC coctasnsna 1,24 (95% W, 0,98-1,5) Ha 100
4enoBeKo-neT. [JaHHble N0 XENyA04KOBbIM apUTMUAM M UMMNAHTa-
umn UKL 6binu npeacTasneHbl B 19 nccnenoBaHnam, BKITHOHAKOLWNX
1445 naunenToB (Meguana [IQR] Habnogenus 2,8 [2,4-3,8] rofa).
O6was yactota cobblTnit coctaBuna 2,17 (95% AW, 1,78-2,56) Ha
100 yenoseko-ner.

CpaBHeHWe [aHHble ABYX KPYMHenwux uccnefosanui [20, 21],
0nNy6/IMKOBAHHbIX HA CErOAHSALWHMA feHb C AaHHbIMI UCCReayemMon
KOropTbl 0606LLeHbI B TabnuLe 4.

XapaktepucTuka Stollberger et al. Waning et al. WUccnepyemas koropTa
Yucno nayueHTos, n 273 275 211
MyxuuH, n (%) 193 (70,7) 148 (53,8) 139 (65,9)
Bo3pact npu nocTaHoBKe AMarHo3a, net 53+ 16 45 [33; 56] 37 [28; 50]
Mepauana HabniopeHus, net/mecAubl 74+£57"* 25 [4; 58] # 36 [6; 211] #
Hanuune Xenyno4koBoi apuTmMuu, n (%) 39 (14,3) 16 (5,8) 15 (7,1)
Cumntombl XCHII-III NYHA, n (%) 110 (40,3) 59 (21,5) 138 (65,4)
BCC, n (%) 13 (4,8) - 1(0,5)
Wmnnantauus KA, n (%) 35 (12,8) 12 (4,4) 10 (4,7)
0TC, n (%) 6(2,2) 6(2,2) 13 (6,2)
CmepTb OT KapAnanbHbIX NPUYMH, n (%) 39 (14,3) 16 (5,8) 2(0,9)

Npumeyanue: * — megnana npefcTaBneHa B rofax; # — Mefjnana npefcrasneHa B mecsuax; XCH — xpoHuyeckas cepfeyHas HegoctatouHocTb; BCC — BHe3anHas cepfeyHas
cmepTb; K[ — kapavosepTep-aecoubpunnstop; OTC — opToTOnNMYeckas TpaHCNaHTaumMs cepaua
Notes: * — median is presented in years; # — median is presented in months; CHF — chronic heart failure; SCD — sudden cardiac death; CD — cardioverter-defibrillator; OHT —

orthotopic heart transplantation
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OCHOBHbIMM OT/IMYMAMK B paccMaTpuBaeMblX KOroptax 6binu
cnyyan BCC — 13 (4,8%) B uccnenosaHuu Stollberger et al. npo-
™8 1 (0,5%) B uccnesyemoin KOropTe, a Take B CMEPTHOCTU OT
KapauanbHelx npuank — 39 (14,3%) B uccnegosanun Stollberger
et al., 16 (5,8) B uccnegosaHmn Waning et al. npotus 2 (0,9%) B
nccnenyemon Koropte. [AnutensHoe HabnaeHUe Nokasano 6onee
BbICOKYH0 4acToTy nporpeccuposadus XCH po ©K [l NYHA u va-
cToTy BbinonHeHus OTC B uccneayemMoil KOropTe N0 CPaBHEHMIO C
AaHHbiMu Stollberger et al. 1 Waning et al. BTopoii no 4actote 6bi1a
BCC, coctaBusiuas 4,8% B Apyrux Koroptax, B Hallleid KOropte co-
crasuna nuwb 1 (0,5%) naumentos, 13 (6,2%) nauueHtam 6biin
nmnnanTuposaubl K.

AHanuz 3-netHen Bbhxmaemocty nauneHtos ¢ HKMI B 3aBu-
CUMOCTU OT KIIMHMYECKOW (DOPMbI NOKa3as, 4To 3-NeTHAS BbDKMBA-
eMOCTb B rpynne naLMeHToB ¢ M30MNPOBaHHOI (DOPMON cocTaBmna
98,9 (96,7-100) %, 1 3Ha4MMO pasnuyanacb ¢ rpynnoi naumeHToB
c coyetaHmem HKMI ¢ OKMI 86,5 (79,6-94) %, u ¢ rpynnoii nauu-
eHToB C covetaHnem HKMI ¢ TKMM 72,9 (50,7-100) %, p<0,001.
Torpa Kak 3-NeTHss BbKUBAEMOCTb B rpynne ¢ codetaHnem HKMI
¢ AKMIT u HKMI ¢ TKMIT mexxay co60ii 3Ha41MMO He pasnnyanuce.

BaXHO OTMETMTb (DaKT, YTO B AaHHOW KOropTe NaLMeHTOB coYe-
TaHmem HKMI ¢ TKMIT sbkunBaemocTb coctasuna 72,9 (50,7-100)
%, 1 6bla HKE, YeM Y NauueHToB ¢ nsonuposaHHon HKMI (98,9
[96,7-100] %), p=0.001. OCHOBHOM MPUYMHOIA HEOGNATONPUATHBIX
CXOA0B B 3TOI PyNne NauMeHTOB ObINN XNU3HEYrPOXKALOLLIME apuT-
Muu, ¢ passutuem BCC n umnnantauuen UKL (n=3, [21,4%]), 4T0
0TMeYanoch U B Lpyrux uccnefobannsax [22]. TOYHO TakXKe BbIKKM-
BaemMocTb naumeHtoB ¢ HKMI B coyetanum ¢ KM 6bina Huxe
(86,5 [79,6-94] %), 4em y naumeHToB ¢ u3onmposBaHHoW HKMI
(98,9 [96,7-100] %), p=0.001. OcHOBHOW NPUYUHOI He6NAronpuaT-
HbIX UCXOAO0B B 3TOW rpynne naunueHToB ObiNu XU3HEYrpoXatoLLme
aputmum ¢ passutem BCC n umnnantauven UKL (n=6, [5,8%]),
a Takxe nporpeccupoBaHue XCH [0 TepMUHaNbHOW CTagun C He-
o6xoanmocTbto BbinonHeHns OTC (n=13, [12,6%]) nauueHToB. Mbl
NPULLNK K BbIBOAY, YTO Hanuyme codetanne HKMI ¢ gpyrumu Kap-
ANOMUONATUAMU NPEACKA3bIBAET PUCK HEONArONPUATHBIX KITUHUYE-
CKUX NCXOA0B.

Takum 06pa3om, NPOrHo3 n3onupoBaHHoi hopmbl HKMI B Le-
NOM 611aronpusATHbIA U 3-NETHAS BbXMBAEMOCTb B Hallem WUcChe-
nosaHuu coctasuna 98,9 (96,7-100) %. Hanu4me covetanus HKMI
C ApYrUMM KapanommonatusmMu npefckasbiBaeT puck Hebnaronpu-
ATHBIX KIIMHNYECKMX MCXOA0B U 3-X NIETHSAS BbKMBAEMOCTb COYETa-
Hus HKMM ¢ OKMIM coctasuna 86.5 (79,6-94) %, a npu coyetaHuu
HKMIM ¢ TKMTT 72.9 (50,7-100) %, 4T0 MOXXET 6bITb MOME3HbIM NpK
BblGOpE cTpateruu BegeHus nauueHTos ¢ HKMII.
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