HekoMnakTHbIN MMOKapA, ¢ AnnaTtauuoHHbIM (PEHOTUMOM:
NposiBeHus, fie4yeHne U UCXodbl B CPABHEHUMN JpYyrMun
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Lenb. M3y4nTb Mecto HekoMmnakTHoro Mmokapgaa (HKM) B crpykType amnataumoHHomn kapanomuonatui (JKMIT), ero KnnmHnyeckme 0cobeHHOCTI
1 BNNAHKE Ha MPOrHO3 MO CPaBHEHWIO C ApyrMmn popMamu crungpomMa OKMIT.

Martepuanbl u MmeToabl. B pernctp HKM BkitodeHbl 125 60onbHbIX, CpefiHni Bo3pacT 46,4+15,1 neT, 74 My>XHuHbI U 51 XeHLLWHa, MefiaHa cpoka
HabnoneHns 14 [4,0; 41,0] mec. B peructp IKMI BkntoveHo 365 naumeHToB, cpedHnin Bo3pact 46,4+15,1 net, 253 My>XUnHbl 1 112 XeHLMH,
Me[lMaHa cpoka HabmogeHus 14 [5; 43,75] mec. ObcnenoBaHWe BKTOYano anekTpokapanorpaduio (IKI), Xonteposckoe MoHWUTOpUpoBaHue KT,
3XOKapAMorpaduio, OLEHKY YPOBHS aHTVKapAMAabHbIX aHTUTEN B KPOBM, a TakxKe MYNLTUCTIMPATbHYIO KOMMbIOTEPHYIO Y MarHUTHO-PE30HAHCHYIO
Tomorpaduio cepaua, AHK-amnarHoctuky (B reHax MYH7, MYBPC3, TPM1, TNNI3, TNNT2, ACTC1, TAZ, ZASP (LDB3), MYL2, MYL3, DES, LMNA,
EMD, TTR), KopoHapoaHrorpadwio, sHAOMMOKaPpAMabHYo O1OMNCMIO NPABOro Xeyao4Ka.

Pe3ynbratbl. [Jons naumeHTos ¢ heHoTrnom KM B permnctpe HKM coctasmna 40% (n=49), ewe 11% (n=15) umenu HKM, AnarHoctMpoBaHHbIi
O[HOBPEMEHHO C OCTPbIM /MOAOCTPLIM MUOKAPAUTOM. JleTaibHOCTb B 3TUX NMoArpynnax coctasmna 12,2% v 33,3 % COOTBETCTBEHHO, 1 Obina 3Ha4n-
TenbHO Bbllle, YeM Npu BECCUMATOMHOM, ULLEeMUYECKOM 1 apuTMmnYeckoM BapraHtax HKM. B pernctpe OKMIM gonsg 6onbHbIx ¢ HKM coctasuna
21% (n=78), elwe y 18% (n=64) Obina BbisiBNEHa NOBbILLEeHHas TpabekynapHOCTL neBoro xenyaoyka (JIXK). bonbHble KM ¢ HKM 1 6e3 HKM He
Pa3NNYanmnCb NO NCXOAHBIM 3XOKapAmorpam4eckmM napameTpam, Knaccy cepaeqHor HefloCTaTO4HOCTM U KapAMOTPONHOM Tepanuu. aToreHHble
MyTaLuK BbisienieHbl y 14% GonbHbix KM ¢ HKM 1 Bcero y 3% octanbHbix nauveHtos ¢ KM (p<0,001). Tonbko y naumeHTos 6e3 HKM
HanMyve MyTaumii CyLLLeCTBEHHO BAIMANO Ha neTanbHOCTb. Y naumeHtoB ¢ HKM no cpaBHEHMIO C OCTanbHbIMK OOMbHBIMM OTMEHanoch 3Ha4MMO
MeHblLee yBenmyeHmne dpakumm Bbibpoca JTK B paHHme 1 nosaHme cpokm (¢ 31,0+10,2 1o 34,8+£11,0 37,1£10,9% [p<0,05]nc31,849,7 no
38,8+11,3142,3%£12,4% [p<0,01] cOOTBETCTBEHHO), OOMbLLAS HACTOTa Xenyno4KoBbIX akcTpacucTon (1568 [105;7000] npotvs 543,5 [77,75;
3194], p<0,05), onpaBaaHHbIX LWOKOB Aehnbpunnstopa 1 BHe3anHbix cmepten (17,9 npotms 5,9%, p<0,001), BHyTpUCepae4Horo Tpombo3a
(21,8 npotne 13,5%, p=0,069), HecMoTps Ha Oonee BbICOKYIO YacTOTy MPUMEHeHNs aHTVKoarynsHTos (73,1 npotve 57,4%, p<0,05). CyuiecTBeHHOM
pasHMLbl B CMEPTHOCTA (19,2% npot1B 18,5%) 1 4yacrtote TpaHCnaaHTaLumm (7,7% npoTns 3,8%) mexay naumeHTamm ¢ HKM n 6e3 HKM He Obino.
Cny4aes perpeccnyt HKM He oTmeveHo.

3akntoyeHne. HKM sBnsetcs camocrostensHow dopmMort cniapoma AKMI, koTopas xapakTepusyetcs Gosiee BbICOKOM HaCTOTOM MaTOreHHbIX
MYTaLLI, apUTMNYECKMX COOBITUI, XyALLen peakLmen Ha KapAMOTPONHYIO Tepanuio, Gonee BbICOKOW YaCTOTOM BHYTpUCcepAeYHOro Tpombo3a. OTcyT-
CTBME Pa3NNYMin B CMEPTHOCTM MOXHO OOBACHWUTL OoMee BbICOKOWM YacTOTOM NPOMUIAKTUHECKMX BMELLIATENBCTB Y AaHHOM KaTeropum naumeHToB C
OKMIM (Ha3HaveHne aHTUKOAryNAHTOB, UMMNNaHTaUMs fAeudpunnsaTopa, TpaHCnaHTaums cep):l,ua).

KntouyeBble cnoBa: HeKOMMNAKTHbIN MWoKapna, AnnatauloHHaa KapanomMmonatisa, NporHo3, 1eTanbHOCTb, BHyTpI/ICGp,EI,e‘-leIVI TpOM603.

[Onsa umtnposaHus: bnarosa O.B., MNMaeneHko E.B., Baprorink H.B., Cegos B.[1., larapunHa H.B., MepwuHa E.A., Monsik M.E., 3akns3bmuHckas E.B.,
Hepoctyn A.B. HekoMnakTHbIV MUOKapA C AVUNaTalMOHHbIM PEHOTUMOM: NPOSBAEHUS, NeYeHre U NCXOAbl B CPaBHEHMW ApyrUMmn dhopMamm
CMHAPOMa AnnaTaLumMoHHOM KapanMoMUonaTun. PalmoHansHas @apmakorepanus 8 Kapamonorm 2022;18(1):27-35. D0OI1:10.20996/1819-6446-
2022-02-01.

Noncompact Myocardium with Dilated Phenotype: Manifestations, Treatment and Outcomes in Comparison with Other Forms of Dilated
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Aim. To study the place of NCM in the structure of DCM, its clinical features and influence on prognosis in comparison with other forms of DCM
syndrome.

Methods. The NCM registry includes 125 patients, mean age 46.4+15.1 years, 74 men and 51 women, median follow-up 14 [4.0; 41.0] months.
The DCM registry included 365 patients, mean age 46.4+15.1 years, 253 men and 112 women, median follow-up 14 [5; 43.75] months. The exam-
ination included electrocardiography (ECG), ECG Holter monitoring, echocardiography, blood anti-heart antibody level evaluation, and additionally
cardiac computed tomography, magnetic resonance imaging, DNA diagnostics (in the MYH7, MYBPC3, TPM1, TNNI3, TNNT2, ACTC1, TAZ, ZASP
(LDB3), MYL2, MYL3, DES, LMNA, EMD, TTR gene panel), coronary angiography, right ventricular endomyocardial biopsy.

Results. The proportion of patients with DCM phenotype in the NCM registry was 40% (n=49), another 11% (n=15) had NCM diagnosed simulta-
neously with acute/subacute myocarditis. Lethality in these subgroups was 12.2% and 33.3%, respectively, and was significantly higher than in
asymptomatic, ischemic and arrhythmic variants of NCM. In the DCM registry, the proportion of patients with NCM was 21% (n=78), and increased
left ventricular (LV) trabecularity was detected in another 18% (n=64). DCM patients with and without NCM did not differ by baseline echocardiographic
parameters, heart failure class, and cardiotropic therapy. Pathogenic mutations were detected in 14% of DCM patients with NCM and only 3% of
other patients with DCM (p<0.001). Only in patients without NCM the presence of mutations had a significant effect on lethality. The patients with
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NCM compared with the others DCM patients showed significantly lower increase in EF in early and late period (from 31.0£10.2 to 34.8+11.0 and
37.1£10.9% [p<0.05] vs from 31.8+£9.7 to 38.84+11.3 and 42.3£12.4% [p<0.01] respectively), a greater incidence of premature ventricular
beats (1568 [105;7000] vs 543.5[77.75; 3194], p<0.05), appropriate defibrillator shocks and sudden deaths (17.9 vs 5.9%, p<0.001), intracardiac
thrombosis (21.8 vs 13.5%, p=0.069) despite a greater frequency of anticoagulants (73.1vs 57.4%, p<0<05). There were no significant differences
in death (19.2 vs 18.5%) and transplantation (7.7 vs 3.8 %) between patients with and without NCM. There were no cases of NCM regression.
Conclusion. NCM is an independent form of DCM syndrome, which is characterized by higher frequency of pathogenic mutations, arrhythmic events,
worse response to cardiotropic therapy, higher frequency of intracardiac thrombosis. The absence of mortality differences can be explained by the
higher frequency of preventive interventions in this category of patients with DCM (prescription of anticoagulants, defibrillator implantation, heart
transplantation).

Key words: noncompact myocardium, dilated cardiomyopathy, prognosis, lethality, intracardiac thrombosis.
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BeBegeHune

HekomMnakTHbIn Muokapd (HKM) octaetcs ogHM 13
HaMMeHee WM3y4eHHbIX BapWaHTOB KapAnoMmonaTtnm
(KMTIT). B eBponenckom knaccudmkatn KM oH oTHeceH
K Heknaccuopunumpyembim KMIT [1], OTCyTCTBYIOT peko-
MeHIauuMmM no ero AUarHoCTUKe U fie4eHunio, creumnansHo
CNIaHMPOBaHHble nccniefosaHnd HKM, cumMnosmnymbl Ha
KOHrpeccax B EBporne.

OcraeTca HepelleHHbIM BOMpoc o npupofe HKM. He
BbI3bIBAET COMHEHNI reHeTUYeckas 00yCNIOBIEHHOCTL dhe-
HomeHa HKM [2], o4HaKO CIMLWIKOM DOJbLLIOe KOMMYECTBO
1 PasHOPOOHOCTb MeHOB, MyTaLMM B KOTOPbIX y>Xe onu-
CaHbl y NaLMEHTOB, BblCOKasa YactoTa codeTannnt HKM ¢
apyrummn KM (rmnepTpoduryeckon, pecTpuKTNBHON)
Pa3MbIBAIOT MPAHMLLbI M 3aCTaBNAOT COMHEBATLCA B HO30-
norudeckon obocobneHHoctn HKM. Bbicka3biBaeTcst MHe-
H/e O BO3MOXHOW BTOopu4HoCTM HKM — BCnepcTeume
3HaYUTENBHOW AMNaTaLmm KaMmep CepAaLa, ero neperpysok
(cnopr, bepeMeHHOCTL), HeKoTOpbIX 3aboneBaHnn (cep-
NoBMAHOKNETOYHas aHemus) [3]. B uenom Bonpoc dop-
MynupyeTcs cneayiowmm obpasom: HKM — npusHak, de-
HOMEH 1nn bonesHs [4]?

B TO e Bpemd 4nCNo reHoB, MOTeHLMaNbHO OTBET-
CTBEHHbIX 33 Pa3BUTME AMNATaLVIOHHOW KapAMOMMONaTAN
(OKMM), ewe 6ofblue, OAHAKO 3TO He 3acTaBffeT Co-
MHeBaTbCs B CyLECTBOBAHNN NEPBUYHON (UCTUHHOWM)
OKMTIT, B oTnnyme OT nHbIX BapraHToB cuHapoma KM
[5]- BepositHO, B cnydae HKM Takke MOXHO MCMOSb30-
BaTb TEPMUH «CUHOPOMY», XOTA caMO Hanudne HKM, Ha
Hall B3rNAf, CKIIOHAET AMarHO3 B MOJb3y reHeTu4eckuy ae-
TepMUHMpoBaHHoW KM, HarnbonbLime BONpochk! BbI3bi-
BaeT UMeHHO HKM ¢ annatauMoHHbIM (peHoTUNoM. Ecnun
npu gpyrux popmax KM rosopdt o codetaHmn ¢ HKM,
TO Mpu Hann4mmn kapTuHbl JKMIT Yalle pacLeHmBatoT ee

Kak Hanbonee TNnYHbIN deHotnn HKM (Tak HasbiBaeMas
HekomnakTHas KMIT).

3apa4er HaCToALLEro NCCNedoBaHNSA He OblIo OKOH-
4aTenbHO OTBETUTb Ha Bonpoc o npupogde HKM, Ho ang
NPaKTNYeCKOW KapAaMonornm BaxHbl MeHee obLiMe BO-
npocbl: 1) ectb N oTNMYKe y naumeHTos ¢ HKM v auna-
TaLMOHHbIM (DEHOTUMOM OT NPOUMX DOMbHBIX C CUHAPO-
mMoMm KMI; 2) TpebyioT A 3TU OTANYMA 0CoDbIX
NOAXOA0B K NeveHuto 6onbHbIx ¢ HKM 1 dheHoTMnom
OKMTM; 3) o3HavaeT nn Hanudme HKM XYLLIWIA MPOrHo3
B COMOCTaBNeHUU C APYTUMW BapuaHTaMu CMHOPOMa
OKMIT.

Llens Hallero nccnenoBaHng — nsydeHne mecta HKM
B cTpykType OKMII, ero KnMHM4eCckux 0CobeHHOCTEN 1
BNVSAHMSA HA MPOFHO3 MO CPABHEHMIO C APYrMMU hopMamMm
cnHgpoma OKMIT.

MaTepman n MeTO bl

B pervnctp HKM BknioveHbl 125 6onbHbIX (cpenHnin
BO3pacT 46,4+15,1 net; 74 My>X4uMHbl 1 51 XeHUWHa,
MenuvaHa cpoka HabnogeHna 14 [4,0; 41,0] mec).

Kputepuu BkNtoYeHWS: BO3pacT > 16 NeT; Hanu4ume Bu-
3yanbHbix kKputepres HKM: oBYCNOMHbBIM MUOKapa, ne-
Boro xenygoyka (J1X) ¢ cooTHolLeHeM HeKOMMaKTHOro
K KOMMaKTHOMY OT 2:1 npu axokapanorpadun (3xoKr)
nunm ot 2,3 K 1 Npy MynsTUCAMPanbHOW KOMMbOTEPHOM
TOMOrpamm,/MarHMTHO-Pe30HAHCHOW ToMorpaduu;
CMHXPOHHOE ABMXEHME HEKOMMAKTHOrO M KOMMAAKTHOIO
cnoes; BbisiBneHve bonee 3 Tpabekyn B JIK 1 Hannyne
MeXXTpabekynspHOro KPOBOTOKA B KOHLLE AMACTONbI.

B peructp OKMIM BktodeHbl 365 GonbHbIX (CpeaHnin
BO3pacT 46,4+=15,1 net; 253 My>X4uHbl 11 112 XXeHLUMH;
MednaHa cpoka HabmogeHms 14 [5; 43,75] mec).
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Kputepun Bkto4eHms: Bo3pacT > 16 neTt, gunaraumsa
JIK (koHeYHbIN AruacTonuyecknin pasmep >5,5 cm) 1 ero
cucTonuyeckas ancdyHkumsa (bpakumsa soiopoca [OB]
<50%).

Kputepunm HeBKMtOHEHMS: MHAPKT MU1oKapaa, OCTPbIn
KOPOHapPHbIN CUHAPOM BCIeACTBYE KOPOHAPHOMO aTepo-
CKIepo3a, MHPEKLMNOHHBIN SHOOKAPAWT OABHOCTLIO Me-
Hee 6 MeC, MPUODPETEHHbIE MOPOKN CepALa, TMPEOTOK-
Ccnyeckoe, runepToHuyeckoe cepaue (runeptpodus
Murokapaa JK > 14 mm), BepudULMPOBaHHbIA aMUNOU-
103, bonesHn HakonneHns, capkonaos, Auddy3Hble 6o-
NEe3HN COeAUHUTENBHOM TKaHW, CUCTEMHbIE BACKYNTLI,
onepauum Ha cepaLe AaBHOCTbIO MeHee 2 Mec, 0TKas na-
LMeHTa OT y4acTus.

NccnenoBaHme ofobpeHo MeXXBY30BCKMM STUHECKNM
KOMUTETOM. Bce nauuneHTbl nognuncan LobpoBonbHoe
NHPOPMUPOBAHHOE COrnacmne Ha AOMOHUTENbHbIE 00-
cnefoBaHuA.

MeToabl MCCNefoBaHNS BKITIOYANM 3MeKTPOKapAMO-
rpauio, XonTepoBCKOe MOHUTOPMPOBaHME 3M1eKTpOoKap-
Ouvorpammbl, 3sxokapauorpaduio  (3xoKl), oueHky
YPOBHS aHTVKapAMaNbHbIX aHTUTEN B KPOBM HEMPSIMbIM
METOAO0M MMMYHOMMIOOPECLIEHLIM, a TaKKe MYBTNCAN-
PanbHYIO KOMMBbIOTEPHYIO TOMOrPaduio, MarHNMTHO-Pe30-
HaHCHYyI0 ToMorpaduio cepaua, AHK-gmuarHoctuky [B re-
Hax MYH7, MYBPC3, TPM1, TNNI3, TNNT2, ACTC1, TAZ,
ZASP (LDB3), MYL2, MYL3, DES, LMINA, EMD, TTR], ko-
pOHapoaHru1orpadmio, SHALOMUOKaPANANbHYIO Oroncuio
npasoro xenyao4ka. Liens paclumpeHHoro oocneoBaHms
— BbISIBNIEHME KPUTEPUEB NCKITIOYEHMSA, YTOYHEHME HO30-
nornyeckon npmpoasl cHapoma AKMIT (BepurdmkaLms
AVarHosa MuokapauTa). KnuvHudeckue BapuaHTbl
(Mackn) HKM onpepnensinuce B COOTBETCTBIN C OMMCaH-
HbIMU paHee Kputepusmun [6].

Mouck MyTauum Obi BbIMOMHEH C UCMOMNb30BaHUEM
TapreTHoW NaHenu reHoB, C ABYMS Nynamu nparmMepos,
[3alH KOTOPbIX OblN1 BLIMOMHEH C MOMOLLbIO aBTOMaTU-
4yeckoro oH-navH pecypca lon AmpliSeq Designer®
(Thermo Fisher Scientific, CLLIA). TMpurotoBneHne o1o-
NMOoTeK ObINO BLIMNONHEHO C KUCMOMb30BaHMeM lon Am-
pliSeq™ Library Kit 2.0 B COOTBETCTBUW C NMPOTOKOSIOM
npounssogntens (Thermo Fisher Scientific). CekBeHunpo-
BaHWe ObINIo BbIMOIHEHO Ha ymnax lon 314™ plon 316™
C NCNONb30BAHVEM BbICOKOMPOU3BOANTENBHOMO MOSy-
NPOBOAHMKOBOro cekBeHatopa lon PGM™ System. [1aH-
Hble, nony4eHHble ¢ lon PGM™ System, Obinn obpabo-
TaHbl npu nomoly nnarvHoB CoverageAnalysis w
VariantCaller, BxogsaLyx B N1LEH31POBaHHOE NPOrpaMm-
Hoe obecnederue Torrent Suite Software 5.6.0 v lon Re-
porter Software (Thermo Fisher Scientific). Busyanmsaums
NGS npoyTeHMI NpoBoAmMNnack C UCMOMb30BaHWEM Inte-
grative Genomic Viewer, BbIpaBHVBaHWe OCYLLECTBAANOCH
Ha pedepeHcHbI reHoM no Bepcun hg19. YacToTbl Bbl-
SIBIIEHHbIX FEHETUYECKMX BAaPUAHTOB, a Takxke O1onHbop-

MaTUYeCKMIM aHanm3 in silico BbINOMHANCS C MCMONb30Ba-
HMEM BHYTPEHHEro navnnamHa, C UCNosib3oBaHVEM KpU-
TepreB ACMG (2015) [7], a Takxke 6a3 gaHHbIXx Genome
Aggregation Database, ClinVar, HGMD, oH-nanH pecyp-
coB VarSome, PolyPhen 2.0, HSF, CardioDB.

MepBUYHbIE KOHEYHbIE TOYKM BKJTIOYAN NeTasibHOCTb,
4acToTy BHe3anHom cepaeyHon cMepti (BCC), TpaHCnnaH-
TaUMM CepAla M NokasaTenb «CMepTb+TpaHCNAaHTaLms»,
BTOPWYHblE — MOKa3aTeNb «OnpaBAaHHble CpabaTbiBaHIS
Ledpunbpunnatopos+BCC», YacToTy BHYTpUCEPOEHHOIO
Tpom603a, 3mMBoNUHeckmx cobbITUR, AnHamMuky OB.

JleyeHne BonbHbIX C cuHapomom KM (kak ¢ HKM,
Tak 1 0e3 Hero) NPOBOAMNOCH B COOTBETCTBMM C €BPO-
NeNCcKUMM 1 POCCUNCKMMIM PEKOMEHOALMAMM U BKITIOYAN0
ONTVMaIbHYIO MeAMKAMEHTO3HYIO TePanmio XPOHUYECKON
cepaeyHon HepocTatodHocTU (XCH), uMnnaHTaumio kap-
LM0BEPTEPOB-AeDUOPUNNATOPOB 1 PECUHXPOHN3MPYIO-
LLMX YCTPOWICTB C hyHKLMen aedurbpunnstopa, a Takxe
npoBefeHue 0a3nCHOM Tepanuu MUOKapauTa B cJlydae
ero Bepudumkaumm. O Ha3Ha4YeHNN HeNPAMbIX aHTUKOa-
rynsHToB OyeT CKa3aHOo OTAESbHO.

2,4% (n=3)

15,2% (n=19)

23,2% (n=29)

[ | Asymptomatic / becCMmMnTOMHbIN

[ ] Idiopathic arrhythmias / Mignonatuyeckme aputmmnm
B HD /1BC

B DCM /7 IKMIN

E Acute (subacute) myocarditis
OcTpbIi (NOJOCTPbIN) MUOKAPAUT

B Association with other cardiomyopathies
CoyetaHue c gpyrumu KMIT

IHD - coronary heart disease, DCM - dilated cardiomyopathy,

NCM - non-compacted myocardium

MBC - nwemnyeckas 6onesHb cepaua, AKMIM - gunaraumoHHas
kapanomuonatus, KM - kapanommonatus, HKM — HekoMnakTHbIN MUOKapa

Figure 1. Frequency of different clinical variants in registry
of patients with NCM (n=125)

PucyHok 1. YacToTa pasnuyHbIX KIMHUYECKUX BAPUAHTOB B
pernctpe 6onbHbIX HKM (n=125)
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Table 1. Clinical manifestations of non-compacted myocardium with dilated cardiomyopathy phenotype, including
combination with acute/subacute myocarditis, in comparison with other non-compacted myocardium variants
Tabnuua 1. KnuHnyeckme nposisneHns HKM ¢ dpeHotunom AKMTI, Bkntovas coyeTaHue ¢ ocTpbIM/MOAOCTPbIM
MUOKapAMTOM, B COMOCTaBNIEHUN C ApyrMu BapnaHTamu HKM

0 -
. . . crpeli/ . CoyetaHue
KnuHnyeckun bes cumntomoB  ApuTMUYecKun Nwemnyecknn AKMIMN noaoCTpbIv < 2ovrimu KM
BapuaHT (n=3) (n=19) (n=10) (n=49) MUOKapAUT APy
(n=29)

(n=15)
Bo3pact, ner 36,05,6 43,9%16,6 54,0+15,3 49,7£15,1 43,7£13,2 42,1£141
Myxuntbl, n (%) 1(33,3) 11(57,9) 5(50,0) 32(65,3) 11(73,3) 14(48,3)
CemeiiHbir aHamHes, n (%) 0 5(26,4) 1(10,0) 9(18,4) 2(13,4) 9(31,0)
OB X, % 51,6£9,5 53,2488 47,2£10,7 32,9£10,8 27,0£9,0 41,0£14,5
KOP ITX, cm 51£0,8 5,4%0,5 5,8+0,6 6,5£0,8 6,5£0,7 5,7£0,7
OK XCH = 010;1] 110;3] 3(2;3] 3(2;4] 2(1;3]
XT,n (%) 0 8(42,1) 20,0) 24(49,0) 10(66,7) 20(69,0)
Toomboambomn, n (%) 0 2(10,5) 30,0) 12(24,5) 8(53,3) 5(17,2)
Hekpo3 muokapaa, n (%) 0 0 40,0) 7(14,3) 6 (40,0) 3(10,3)
VmnnanTaums ycrpoicts, n (%) 0 6(31,6) 10,0) 20(40,8) 3(20,0) 15(51,7)
TpaHcrnaHTauwa cepaua, n (%) 0 0 0 2(4,1) 1(6,7) 4(13,8)
Cwepb, n (%) 0 0 0 6(12,2) 5(33,3) 7(24,1)
JKMTT - aunatauyotHas kapavomuonatiis, KM - kapaviomuonatiis, OB - dpakuys Bbiopoca, JIX — nesbiit xenyaoyex, KIP - KoHe4Ho-AMacTonu4eckui pasmep,
OK XCH — dyHKLMOHaMbHbIA KNACC XpOHIYECKO CepAeYHOM HeR0CTaTo4HOCTH, XT — Xenya04KkoBas Taxvkapans.
[lanHble npepcrasneHbl 8 Bude M3 uin Me [25%; 75%), eciv He ykasaHo UHoe

CratncTnyeckas 0bpaboTka MaTepurana npoBoaMnach
C NOMOLLbIO NporpaMMmbl SPSS Statistics 22.0 (IBM, CLLA).
KonunyectBeHHble Npy3Hakm NpeAcTaBerbl Kak cpegHee
(M) 1 cTaHpapTHoe oTKoHeHue (§), NMbo B BMaE Me-
auarbl (Me) 1 MHTepKBapPTUNBLHOIO AManasoHa [25%;
75%]. HopmManbHOCTb pacnpeneneHva oLueHnsanach ¢
nomolubto Tecta Konmoropoa-CMWPHOBaA, CTaTUCTUYe-
CKYIO 3HaYMMOCTb Pa3NMYMM — C MOMOLLbIO KpUTEpUEB
CrblogeHTa, MaHHa-YUTHK, YUnKokcoHa. ns oueHK Bbl-
KVBaeMOCTM MPOBOAMNOCH MOCTPOeHMe KpumBbix Ka-
nnaHa-Mawnepa. Pa3nuyns cHUTanncb 3Ha4YMMbIMKU NpU
p<0,05.

Pe3ynbTaThl
HKM ¢ gunataumoHHbIM (peHOTUIMOM B CTPYKType
peructpa HKM

Hons 6onbHbIX ¢ HKM 1 eHotrnom KM B peru-
cTpe BonbHbIx ¢ HKM coctasuna 40% (n=49), ewe 11%
(n=15) nmenn cnHapom OKMTI, AMarHoCcTMpOBaHHbI
OAHOBPEMEHHO C OCTPbIM/MOJOCTPbIM MUOKAPANTOM
(puc. 1). NleTanbHOCTb B 3TWIX NOArPYNNax cocTtaBuna co-
OTBETCTBEHHO 12,2% 1 33,3%, 1 Obina Bbille, YeM Npw
KNMHMYecKnx BapuaHTax HKM 6e3 3HaummMon aunataumm
Kamep — 6eCCMNTOMHOM, ULLIEMUYECKOM U apUTMKnYe-
ckoM BapuaHTax OKMI (1abn. 1).

Mpwu conocraBneHum No nokasaresnto «CMepTb+TpaHc-
nnaHTauma» nporHo3 nauueHToB ¢ deHotunom OKMI
0Ka3ancs CyUleCTBEHHO XyXe, YeM Mpun BapuaHTax Oe3
3HayMmon XCH, ocobeHHO — NMpwm COYeTaHMM C OCTPbIM,/Mo-
JOCTPbIM MUOKapAMTOM (puc. 2). Y 4actn B6oMbHbIX C

«xpoHudeckon» JIKMT (6e3 octporo aebiota 4aBHOCTbIO
MeHee noJyrofa) Takxxe BCTpeYancs MUOKapAmT, OA4HaKO
OH He onpefenan ocTpoTy U TAXeCTb AeKOMMeHcaunn.
Hanxyawmm nporHo3 oTMeYeH Npm COMeTaHnM C APYrMMm
KM (pectpuKTUBHON, MANepTPOMUIeCcKon, apUTMOreHHOM
NPaBOXeNyo04KOBOW), OAHAKO AMNaTaLMs Kamep U Cu-
cTonmyeckas oUChYHKLMSA BO3HUKANN LB Y HEKOTOPbIX
OOMbHbIX Ha MO3AHMX CTaAMAX.

Yactota HKM B pernctpe 605bHbIX C CUHOPOMOM
OKMI npeactaBneHa Ha puc. 3. ObLwas Aons naumeHTos
¢ HKM B peructpe 6onbHbix KM coctaBuna 21%
(n=78). Ewe y 64 naunertos ¢ IKMTI Obifa BbigBieHa
NoBbILLEHHas TPabekynapHOCTb JTIXK — COOTHOLLEHVe Ton-
LLMHbI HEKOMMAKTHOIO 1M KOMMAaKTHOro cnoes ot 1 o 2.
MaumeHTbl ¢ HKM He oTnnyanmnch oT Apyrnx 60mnbHbIX C
cnHgpomom OKMIT no oCHOBHbIM AeMorpadryecknm v
axoKapamnorpauyeckM nokasatensam, BbIpaXKeHHOCTH
XCH, 06bemMy kapanoTponHom Tepanun (tabn. 2). Janb-
Helllee CpaBHeHMe Kacanocb bonee crneumuaHbIX s
HKM napameTpoB — reHeTn4eckon OCHOBbI, apUTMUYe-
CKMX U TPOMDBO3MOONNYEeCcKX CODBITUI, a TakKe NCXOo-
[0B.

leHeTn4eckas npupoaa HKM B cpaBHeHuu ¢ gpyrumm
BapuaHTamu JIKMI1 v ee BansHue Ha ucxoabl

YacToTa BbisSiBNeHWs MyTaumi y 6onbHbix ¢ HKM oka-
3aacb 3Ha4YMMO BbllLe, YeM Yy naumeHToB ¢ AKMI Ge3
HKM, un coctaBuna 14% u 3% COOTBETCTBEHHO
(p<0,001; c™m. puc. 3). Mpur 3ToM Yy BonbHbIX ¢ HKM npe-
obnafanu MyTaLmm B reHax capkoMepHbix 6enkos (Yatie
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Figure 2. Kaplan-Meier curves for the “death+transplant
rate in the study groups

PucyHok 2. Kpuble KannaHa-Marnepa gns nokasatens
«CMepTb+TPaHCNIaHTaLMs» B UCCneayembixX
rpynnax

BCero — B reHe MyBPC3), B TO Bpems Kak y NalneHToB
©e3 HKM yallle Bcero ynaBanoch BbIABUTb FEHETUHECKYIO
npvpoay NPV HalUYMM ckeneTHon muonatum (MyTtauumn
B reHax DES, LMNA, EMD). Mpu oleHke NporHocTnYe-
CKOW 3HAYMMOCTU BbISBIIEHHbIX MYTaLMM OTMEYEHO UX
3Ha4YMMOe OTpuULaTeNbHOE BANSHME Ha MPOrHO3 (YacToTy

JOCTVXKEHWS NMOoKa3aTeNs «CMepTb+TpaHCnnaHTauma») y
naumeHToB ¢ KM 6e3 HKM, B To Bpems kak y BOoMbHbIX
¢ HKM nporHo3 He MeHsiNcs B 3aBUCMMOCTI OT ODHapy-
KEHWNS FeHeTUYeCKoM Npupoabl bonesHu (puc. 4).

BnusiHne HekomnakTHOro Mnokapaa Ha 3 GeKTMBHOCTb
KomrnekcHoro nevyenns cuHapoma KMIT v yactoty
XenyBoYKOBOW 3KTOMMM

3y4eHo BNMAHME HEKOMMAKTHOrO MMOKapAa Ha pe-
3ynbTaThl KOMMIeKCcHoro nedeHns XCH (npupoct cokpa-
TUTENbHOW yHKUMK JIXK). MpK OTCYTCTBUM 3HAYUMBbIX
pa3nuymii no ncxogHowm MB JIXK mexay rpynnamu KM
6e3 HKM wn OKMM ¢ HKM (31,8%£9,7 npoTtus
31,0£10,2%; p>0,05) oTMe4eHO 3HaYMMO XyfLiee ee
BO3pacTaHue Kak B nepsble 2-4 mec neveHus (Henocpep-
CTBEHHbIN OTBeT Ha NeyeHue: 38,8+11,3% npotvs
34,84+11,0%; p<0,05), Tak 1 K KOHLLy Cpoka Habnoge-
Hua (42,3£12,4% npotus 37,1+£10,9% cooTeeT-
cTBEHHO; p<0,01). Mpwn 3TOM Mexay naumeHTammn ¢ HKM
1 ©e3 Hero He ObINO 3HAYNMbIX PA3NIUHMI MO HACTOTE MUO-
KapauTa (No AaHHBIM MOPMONOrMYECKOrO U KOMMEKC-
Horo 00CnefoBaHNs), YTO NMO3BOJAET FOBOPUTL O CAMO-
CTOATENIbHOM BIUAHUKM Hanu4ma HKM Ha pesynbrathl
nedveHns. Hn B ooHOM Criydae He otMeYdeHo perpecca HKM
B pe3ysbrate ynyyleHUs COKPaTUMOCTU M COKpaLLeH s
pa3mepos JIX.

BrnsaHmue HKM Ha 4acToTy aputmmdeckmx cobbiui, Toomb60308
1 3mbosmit y 601bHbIX ¢ cuHapomom AKMIT

K TmnndHbiM Kak gna HKM, Tak v ons cmHgpoma
OKMI HapyweHUsaM prtMa oTHOCATCS hmnbpunnsaums
npencepamin (M), xenynoykoBas skcTpacuctonus (K3),

Share of NKM in DCM
HKM B cTpykType AKMM

86%

INoBblleHHasA TpabekynapHoCTs JIK
DCM - dilated cardiomyopathy, NCM - non-compacted myocardium

DCM with NCM (proportion of mutations)
JKMIT ¢ HKM (gona myTaumin)

DCM without NCM (proportion of mutations)
KM 6e3 HKM (nona myTaumin)

[T DCM without NKM / IKMI 6e3 HKM [ Hermyrauwin [ DEs [ oes, rms2 [ psp
B NCM/ HKM B wyerc3 B w7 W veecs vy TN
[ Increased LV trabecularity [ emp W v [

JAKMT - aunataumoHHas kapanomuonatus, HKM — HekoMnakTHbIM Muokapa, JIK - neBbin xenynouek

Figure 3. Proportion of noncompact myocardium in the structure of DCM registry and features of its genetic nature

in comparison with other variants of DCM

PucyHok 3. [lonsi HEKOMMAKTHOIro M1okapaa B cTpyktype peructpa AKMI n ocobeHHOCTN ero reHeTUYeckon Npupoabl

B CpaBHeHUN ¢ apyrumun sapnaHtamm KM
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Table 2. Baseline clinical and demographic characteristics
of patients with dilated cardiomyopathy syndrome
with or without non-compacted myocardium

Tabnuua 2. icxoaHble KNMHUKO-geMorpaduyeckme

XapaKTepUCTUKN BONbHbIX C cMHAPOMOoM KM
cvnu 6e3 HKM

Mapametpbl OKMM cHKM  AKMM 6e3 HKM
(n=78) (n=287)

Bo3pacr, ner 45,9£14,0 48,5£12,3

OK XCH 3(2;3] 3(2;3]

JlaBHocTb, Mec 30(6,75; 87,5] 1816; 60]

KOP JTX, cm 6,5+0,8 6,5+0,8

KOO X, mn 180,6£67,5 195,7+74,6

KCO JTX, mn 129,5£60,4 134,3463,7

OB X, % 31,0010,9 31,8493

nn, e 4,6£0,8 4,8+0,7

N, mn 98,7£37,3 105,6£42,0

MM, mn 76,8£38,7 85,3+44,8

X, cm 3,1£0,7 3,240,8

CLNTA, mm pr. cT. 40,5£16,3 41,2£15,0

Wrrvutopsl AMO, n (%) 60(78,2) 227(79,0)

Bera-anperobnokatopsi, n (%) 65(83,3) 241(84,0)

AmvogapoH, n (%) 47 (59,7) 166 (58,1)

JKMT - punarauonHan kapavomonatus, HKM — HekoMnakTHbIA Mvokapa, OK XCH - dyHk-

LIVIOHANbHBIV KIaCC XPOHWYECKO CepfeyHOI HerlocTato4HocTH, KIIP — KoHeYHo-auactonuyeckuit

pa3mep, JIX - nesbin xenynoyek, KIO — koHeyHo-AvacTonnyeckui pasmep, KCO - koHeyHo-

cucronudeckii pasvep, OB - dpakuys soibpoca, N - nesoe npeacepave, MM - npasoe npea-

cepave, MK - npaebiv xenynovek, CIJTA - cacTonnyeckoe asneHve B nerodHon aprepum, AMO

~ aHTMOTEH3MHMPeBPALLAIOLLYA (epMeHT

[laHHble npepcrasneHbl 8 Buae M=d uin Me [25%; 75%), ecn He ykasaHo MHoe

p<0,05 AN BCeX CPaBHEHMI MEXAY 13y4aeMbIMM rpynnamu

yCTONUMBAA 1 HeycTonumMBas Taxkkapams (KT), a Takxke
BCC Bcnencrere pubpunnsummn xenynodkos. MeanaHa
Konnyectsa X3 y naupneHtos ¢ HKM okasanacb 3Ha4Mmo
Bbille, YeM y 6onbHbIX 6e3 HKM (1568 [105; 7000] npo-
1B 544 [77; 3216] X3 /cyT; p<0,001). Heycronyvrgas
XT peructprpoBanacb y 54% 1 46% 0o0nbHbIX, YCTON-
ymBas XT —y 10% 1 5%, Gnokana neBor HOXKM NyyKka
Mca —y 30% 1 26% (p>0,05 ans Bcex).

C y4eToMm OonbLuen Yactotbl X3 /KT 1 MeHbLLero npu-
pocta @B JIXK y 6onbHbix ¢ HKM Yalie nprHMManocs pe-
WweHe 0b nMmnnaHTaummn oebrbpunnsTopos. YCTponcrea
(kapanoBepTep-0edrbPUNIATOP N PECUHXPOHN3MPYIO-
Llee YCTPOMCTBO C hyHKUMen aebubpunnsatopa) Obinm
NMNNaHTNPOBaHbl 32 605bHbIM ¢ HKM (41%) 1 60 60o5b-
HbIM C MHbIMW BapuaHtamm OKMII (21%), pasnun4unsa
3Ha4MMbl (p<0,01). JanbHenwnin aHanms nokasan Le-
NecoobpasHOCTb TaKoro peLleHWs. HacTota onpaBaaHHbIX
cpabatbiBaHU AedrOpUNNATOPOB Oblna CyLLIECTBEHHO
Bbllle y NaumeHToB ¢ HKM B cpaBHeHMM € 6onbHbIMK 6e3
HKM (34 n 17%, p=0,061), 4actoTa nokasaTens

«onpaBAaHHble Wokn+BCC» Obina 3Ha4MMO Bbile Y
BonbHbIX ¢ HKM (19% 1 6%; p<0,001).

@1 HeckonbKo Yallle BCTpedanach y 0onbHbix ¢ AKMIM
6e3 HKM, yem y naumeHtoB ¢ HKM (58% 1 67 % cooT-
BETCTBEHHO). TeM He MeHee, HermpsaMble aHTUKOaryNsHTbI
yallle HasHa4anMcb BonbHbIM ¢ HKM (73 % npotne 56 %,
p<0,05), NOCKOMbKY B 3TOM Cfy4ae NpMHMManach Bo
BHUMaHMe Takxe Hu3kas OB JIK, He3aBUCKMO OT Hanm-
qua @I,

Kpome Toro, y 6onbHbix ¢ HKM Yalle BbISBASANCS BHYT-
prcepOedHbIi TpoM003 (28% npotue 13%, p=0,069),
KOTOPbIV TOXe CTaHOBUICS OCHOBaHWEM A19 Ha3HaYeH s
AHTUKOAryNIAHTOB. B pe3ynbsraTe 3Ha4YMMbIX Pasnuymm no
yactoTe aMbonm4ecknx cobbITnin y bonbHbIx ¢ HKM 1 6e3
Hero BblABNEHO He Obl1o (17 1 14% cooTBETCTBEHHO). B
obenx rpynnax Hanbonee H4acTbiM 3MOONHECKNM OCIIOX-
HeHMeM DbINo oCTpoe HapylleHMe MO3roBoro KpoBooD-
paLleHus.

BnusHue HekoMnakTHOro Muokapaa Ha ucxofbl 3abonesaHns
(nepBuYHbIE KOHEYHbIE TOYKM)

MpoBeaeHa OLeHKa YacToTbl JOCTUXKEHWUS KOHEYHbIX
Touek y bonbHbIx ¢ KM 1 HKM (cpok HabnogeHns 22
[12; 47,25] mec) 1 6onbHbIx ¢ [IKMIT 6e3 npr3HakoB
HKM (cpok HabntogeHus 14 [5; 42,25] Mec). 3HaUnMbIX
PasNNYUI He BbiSBNEHO (CM. pUC. 4): YacToTa NneTasnbHbIX
ncxopoB coctasuna 20,5% mn 18,5%, TpaHcnnaHtaums
cepiua BbinonHeHa 6 1 11 6onbHbIM (7,7% 1 3,8%),
4acToTa OOCTUXKEHNA KOHEYHOW TOUKM «CMepTb+TpaHC-
nnaHTaumsa» coctasuna 24,4% n 20,9%. Hanbonee va-
CTOV MPUYMHON CMepPTU B 0Deunx rpynnax Obina Tepmm-
HanbHaa XCH.

OOGcyxaeHue

®eHoTun AKMIT xopoLLo M3BeCTeH Kak OHO U3 caMblX
TUNNYHbIX NposieneHun HKM. CyLecTBYeT ToUKa 3peHns,
YTO TOMBLKO 3TOT PEHOTUM U ABMIAETCH MPOABNEHNEM UC-
TUHHOW «HEKOMMAaKTHOM KapAnomuonaTtum». Bmecre ¢
TeM Hanbonee kpynHble pernctpsl HKM kak y aeten, Tak
1y B3POCIbIX BKITIOYAIOT 3TOT PeHOTUN Hapsaay C ApYyrMuU
— DECCUMNTOMHbIM, TUNepPTPODUYECKUM, PECTPUKTUB-
HbIM 1 HeonpepeneHHbIM [8,9]. Towbin J.A. 1 coaBT. BbI-
JensioT TakxKe CMeLLaHHbIN (rnepTpohuieckiin n amna-
TaLMOHHbIN) deHotvn [10].

Halliu JaHHble NOATBEPXOAIOT Pa3HOPOLHOCTb (heHOo-
TUNNYECKMX NPOSBNEHMI HekoMnakTHoW KM n no3so-
NSHOT NPOBOAUTL CPAaBHUTENbHBIN aHaNM3 AMAaTaLMOH-
HOIO M NPOYNX PEeHOTUMNOB. Pe3ysbrathbl 3TOro aHanm3a
noKasanu XyaLwmnn nporHo3 y 6onbHbix ¢ HKM 1 dpeHoTu-
nomM OKMIM B cpaBHeHUU C BECCUMMTOMHBIM, apUTMU-
4eCKMM 1 ULLIEMNYECKM BapuaHTaMu (codetaHue ¢ no-
LOCTPbIM MVOKapAUTOM, a@ TakXe C MHbIMW popMamMu
KM nmeno ele 6onee cepbesHblil MPOrHoO3). 3T AaH-
Hble MOMIHOCTbIO COrNacyloTca C APYyrMMn nccnenoBa-
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Figure 4. Frequency of complications and unfavorable outcomes in patients with noncompaction myocardium compared

to other patients with DCM

PucyHok 4. HYacToTa OCIOXHEHUIM N HEBNAronpUATHbLIX UCXOLOB Y 60NbHBIX C HEKOMMAKTHLIM MUOKaPAOM B CPaBHEHUN

C ocTanbHbIMUK NauneHTamm ¢ AKMI1

HUAMU, B KOTOPbIX KOJTMYECTBEHHO Npeobnafan agmnara-
LMOHHbIN beHotvn KM (ao 56% Bcex cnydaes HKM
[11]), v OH UMen Oaxe Honee TaxXeNoe Te4eHue, Yem M-
nepTpocuyeckmi [8], HTO BMOMHE 0XMOAEMO.

OpHaKo OCHOBHOW Lefblo HACTOSLLErO UCCNeA0BaHWSA
ObIno yTouHUTL Mecto HKM cpeam Bcex naLneHToB C CUH-
apomom OKMI1. AHanornyHbIv aHanms y geter nokasan
OTCYTCTBME Pa3NNYMIA NO HacToTe CMepTen M TPaHCMNaH-
Taunn y 6onbHbIx ¢ HKM 1 gpyrummn dopmamm KM
[8], HO cpaBHeHVe MO YacToTe XU3HEYrPOXAIOLLMX NPOo-
ABNEHWI 1N BUAAM fNleveHns He npoBoamnock. bonee pge-
TanbHbIM aHanu3 ncxonos y bonbHbix HKM ¢ nunata-
UMOHHBIM peHOoTUNOM nokasan, 41o nuwb y 17%
BorbHbIX HACTYNano yny4tieHue (CHuxeHue knacca XCH),
elle y 33% O0nbHbIX COCTOSIHME OCTaBaNoCh CTabUIbHbIM,
B TO BPEMS KaK Yy BTOPOW NONOBKWHbI OOMbHbIX 3a00neBa-
HWe npoTekano HebnaronpuaTHo — y 33 % HapacTtan Knacc
XCH, 17% 6onbHbix ymepnu [12].

NHTepecHbl AaHHble, NOMyYeHHble HaMW B OTHOLLEHUM
NPOTrHOCTUYECKOW 3HA4YVMOCTW FreHeTUYECKM BepUPULIM-
poBaHHbIX PopM. bonbHble ¢ HKM, y koTopbix K HacTos-
LLLeMY BPeMeH U yaanoch BbIABUTL MNaTOreHHble MyTauunu,
MIMENN HECKOJIbKO XYALUYIO BbIXKMBAEMOCTb, HO BCE Xe
3HAYMMO HE OTAINHANC OT OOJbHBIX, Y KOTOPbIX MyTaLLMM

noka He oOHapyxeHb! (JHK-aMarHoCTVKa He 3aBepLueHa).
OTO MOXHO CYUTaTb KOCBEHHbIM CBUAETENIbCTBOM TOTO,
4TO Uy OCTaBLLENCA YacT BonbHbIX HKM 1MeeT reHeTn-
YeCKn OeTEPMUHNPOBAHHYIO MPUPOLY 1 NPOTEKaET CXO4-
HbIM 0Opa3oM. YacToTa BbISBMNEHUS MyTauuii y BOMbHbIX
¢ HKM Bapbupyet B amnanasoHe 20-30%), npeobnagaHue
CapKOMEPHbIX MYyTaLMN NMOATBEPXKAEHO B OOJbLIOM He-
JaBHEM MeTaaHanmse, BKJOYaBlweM 561 nauneHTa ¢
HKM 13 172 nccnegoanui [11]. lNokasaHa Takxke CBA3b
MyTauum B reHe MyBPC3 (npeobnagaslumx y HalLmx
DonbHbIX) C 4eb0TOM 3ab0eBaHMs B CpeHEM BO3pacTe,
CUCTONMYECKOM ANChYHKLMEN U HeBNnaronpusaTHbIMM CO-
ObItnamuy B 31% cnydaes [13]. OgHako paHee BAMsiHWE
Hann4ma MyTaummn Ha passute XCH 1 aputMmii OTMeHeHO
He Obino [14].

C Opyrov CTOPOHbI, B KOropTe HallMx OOMbHbIX C
OKMIM 6e3 HKM obHapyskeHue naToreHHoM MyTaLmm oka-
3an0Cb (HaKTOPOM HEraTMBHOIO NPOrHO3a: MyTaLlnn Bbl-
ABNANMCE 3HA4YUMO pexe, 4em npu HKM, v npusogunnm
K CTaTUCTUHYECKM 3HaYMMOMY BO3pacTaHue NeTaibHOCTU.
ObbsicHeHWe 3ToMy (haKTy BUAMTCS B TOM, YTO LONS UC-
TVHHOW (NEepPBUYHON, FEHETUYECKM AETEPMUHMPOBAHHON)
OKMM B obuien ctpyktype cuHapoma AKMI nencreu-
TENbHO Mana — Ccpeam nauneHToB 6e3 BbIABMEHHbIX My-
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TaUMIM Takme BGonbHble TOXE HaBEpHsIKa €CTb, HO HEe OHU
ONpefensioT NPOrHo3.

YactoTa MrokapamTa Obina 4OCTaTO4HO BbICOKOM Kak
y 6onbHbIx ¢ HKM, Tak 1 6e3 Hero — Ho eciiv NpW Hanmnymnm
HKM MmnokapauT nnib 3aMETHO YTAXENAN Te4eHVe nep-
BuuHON KM (1 ero ycreLiHoe nedeHne Bee ele He obec-
NeYMBasio XOpoLIMX UCXOA0B), TO Yy BOMbHbIX C MPOYMMN
dopmamu KM MrokapamnT Yacto Obin BeayLlen npu-
4MHOW AeKoMMeHcaL MK, ero fneveHne fasano donee 3a-
METHble pe3ynsTaTtbl. VIMEHHO 3TVMM B NepBYO o4epelb
MOXHO OOBACHNTH BbISIBIEHHbIE HAMW 3HAYMMblE Pa3Nn-
YMA MO BbIPAKEHHOCTW MONOXUTENBHOIO OTBETA Ha KOM-
NAeKCHYIO Tepanuio, O KOTOPOW CyAUIIV NO CTeNeHn Npu-
pocta ®B (Npyn OTCYTCTBMU WUCXOLHbBIX pasnunynii). Y
OonbHbIX ¢ HKM Kak HenocpefCTBeHHbIV OTBET Ha nede-
HWe, TakK 1 OTHaNIeHHble ero pesynsraTbl OKa3anmch cyLie-
CTBEHHO Xxyxe. Hannune HKM coep>rBano passBuTye no-
NOXUTeNbHbIX 3DHEKTOB B T.4. CTaHAAPTHOW Tepanunu
XCH, WWpoKO NprMeHsBLUENCA Yy BCeX NalMeHTOB C
JOKMIT.

YCTaHOBIEHbI eLLe [Ba KIIMHUYeCKUX NPOABeHNd, No
KoTOopbIM OonbHble ¢ HKM okasanunch Tsxkenee npoymx
DonbHbIx ¢ AKMIT — xenyno4koBble apUTMNN U BHYTPU-
cepaeyHble TpoMbo3bl. Mpu Hannumum HKM okasanucb
3HaYMMO Yallue He Tonbko K3, HO M KOHeYHas To4Ka
«onpaBhaHHble cpabaTtbiBaHWS  LedUOpUNNSTOpoB
+BCC». Paznmymsa no 4vactote TpombOo3a ObiNn He-
3Ha4YMMbl, YTO MOATBEPXKOAET HaNM4Me cneunduyeckmnx
MeXaH13MOB TPOMO0O0DPa30BaHUA MPY HANMYUU HEKOM-
naktHoro cyiosi. OTMeTM, 41O 0ba heHoMeHa TpyaHO
ObIN10 Obl 0OBACHNTL B pamkax BTopnyHoro HKM, obbiy-
HOro NS TAXenou gekomneHcaummn. B kpynHevwem Ha
cerofgHs MeTaaHanmae, Bk4YMBLLUEM 2271 naumeHTa C
HKM, yctonymBas mnu Heyctomnymsasa XT BbisiBNeHa Y
17 %, TpomMbo3MbONMYeckne cobbiTus — y 9%, onpas-
JaHHble Woku nebnbpunnatopoB — y 15%, T.e. He-
CKOJIbKO pexe, 4eM B HalleM ncciegosanHum [15].

YCTaHOBJIEHHOE MPY 3TOM OTCYTCTBME 3HAYUMbIX Pa3-
JINYNIM NO YacToTe IMOONNYECKUX COOBbITUM Mexay Ha-
WnMK naumeHtamm ¢ HKM v 6e3 Hero, HeCOMHEHHO, 00b-
AcHsAeTcs Oonee YacTbiM  Ha3HAYEHMEM HEMpPSMbIX
aHTrkoarynaHTos npwv HKM. lokasaHveMm K Takomy neye-
HUIO SIBUNUCH He Tonbko DI 1 BbISIBNIEHHbIV TPOMOO3, HO
1 cHuxxeHre OB JIK meHee 40 %, Kak 310 peKOMeHAyeTCs
B HacToswee Bpems [16,17]. Takon noaxon, NOHOCTLIO
cebst onpaBgan. Kpome toro, y naumentos ¢ AKMI 6e3
HKM Heckonbko Yalie BcTpedanacb @1, 4To Morfio no-
BNNATb Ha YaCTOTY 3MOONMYECKMX CODbITMI B AAHHOM
noarpynne v HUBENMPOBaTb PA3UYNS.

HakoHeL,, npoBefeH aHanM3 4actoTbl SOCTUXEHUA
NnepBUYHbIX KOHEYHbIX TodeK y 6onbHbIX ¢ AKMIM 1 HKM
1 6e3 Hero. YCTaHOBMNEeHHOe HaMW OTCYTCTBME 3HAYUMbIX
pa3NNYMKM No obLLen NeTanbHOCTU W YacToTe TPaHCMIaH-
Tauum, TeM He MeHee, He MOXET PacCMaTPMBaTbCs Kak

[,0Ka3aTeNIbCTBO TOro, YTO Hanmn4ne HKM Hukak He BNngaeT
Ha nporHo3 y nauueHToB ¢ [IKMIT, kak 310 npegnonaraiot
HeKoTopble aBTOPbI, MPOBOAVIBLLME COMOCTaBNEHMNE Ha
OCHOBAHUM MarHUTHO-pe30HaHCHOW ToMorpadum [18].
B opyrux pabotax Takme pasnudmsa Bce xe Oblnn nony-
YeHbl [19].

HnBenvpoBaHWe pasnuymMii NPeacTaBAAeTCAa HaM 3a-
KOHOMEPHbIM (1 XenaembiM) pe3ynbTaToM akTMBHOTO
BO34encTBUA Ha cneundudHble ansa HKM MexaHm3Mbl Ta-
HaToreHesa — Oonee YacTbiX UMMMAHTaLMM Aebubpun-
naTtopos (Npw paBHbIX UCXOAHbIX DxoKI-napameTpax) u
Ha3Ha4YeHWUs aHTUKOAryNAHTOB. TPETUN MexaHW3M (Heao-
CTaTO4HbIM OTBET Ha Tepanuio NP HaNN4MUm HKM) noka
He NOANEXUNT Koppekumm (3a uckriodeHem bonee paH-
HEro NPUHATUSA PELLIEHMS O TPAHCMNaHTaLMM cepaua), oa-
HaKo M Mpw MHbIX BapuaHTax OKMI1 BCcTpedanacs kate-
ropusa 6oMbHbIX (1 C MMOKapAMUTOM, 1 6e3 Hero), NNoxo
OTBEYABLLUMX Ha NedeHne, 4To TpebyeT aanbHenLlero 13-
y4eHns.

OTBeTMM Ternepb Ha NPKKNaAHbIe BONPOChI, KOTOPbIe
ObInM NoCTaBeHbl B HaYane 3tor paboTbl. OTnnymMs y na-
umeHToB ¢ HKM 1 annataumoHHbIM (heHOTUNOM OT Npo-
4mx BonbHbIX C cuHapoMom JKMTI (kak reHeTuyeckom,
TaK U HEreHeTM4eckom 1 CMeLlaHHoM npupoabl), bes-
YCNOBHO, €CTb, MPUYEM MMEHHO 3TV OTNINYKMS yCyryonsiot
PUCK HeONAronpUATHBIX UCXOLO0B M TPebytoT 0cobbIX Nof-
X0[0B K NeveHnto 6onbHbIX ¢ HKM 1 dheHotrnom OKMI.
Takue noaxofbl pa3pabaTbiBalOTCS, X aKTUBHOE NpUMe-
HeHVe B 3Ha4UTEeNbHOW Mepe NO3BONSIOT MO3UTUBHO BNN-
ATk Ha NPOrHo3 H6onbHbIX ¢ HKM 1 crnaxmBaTts pa3nuyms
C MHbIMU BapuaHTammn JKMTIT.

B 3akso4eHne KocHeMca 1 (OyHOAMEHTANbLHOO BO-
npoca o cywHoct HKM. MNony4eHHble AaHHble NO3BONFoT
yTBepXAaTh, 4To heHoMeH HKM y 6osbHbIX C CUHOPOMOM
OKMI B 6onbLUMHCTBE Cly4aeB ABNAETCA He BTOPUYHbIM
CNeACTBMEM BbIPaXkKeHHOM AeKOMMEHCALLMM, HO CAMOCTOS -
TeIbHbIM HO30M10MMYeCKMM BapMaHTOM. DTO MOATBEpP-
XKAAI0T cnefytoLpe akTbl:

1. ®eHomeH HKM BbISIBAANCS 1 B OTCYTCTBME AEKOM-
neHcaumm (1 He 06BACHSANCA BEPEMEHHOCTBIO, 3aHATUAMU
CNOPTOM M Mp.).

2. MNaumeHTbl ¢ cuHapomom OKMIT rHowm aTnonoriu,
B T.4. C TAXKENbIM MUOKAPAUTOM U NEPBUYHBIMK (POPMaMU
MMeNu He MeHbLLYIO CTeneHb AekoMneHcaumm (He ot-
NNYaNUCb HKU No ogHoMy DxoKr-napameTpy), ogHako
HKM y H1X He BM3yann3npoBasncs.

3. bonbHble ¢ gunatauMoHHbIM eHoTnoM HKM
nMenu cneumduyeckne oTANYNS KNMHNYECKOW KapTUHBbI
OT Npo4MX DonbHbIX ¢ AKMIM.

4. Perpecc cncTtonn4eckon AnchyHKLMN 1 coKpaLle-
Hue pa3mepos JIK HW pa3y He conpoBOXAANNCH MCHe3-
HoBeHMeM peHomMeHa HKM.

OrpaHuyeHus nccnegoBaHus. Mo 0ObEKTUBHBIM
NpUYMHaM He y BCex OOMbHbIX, BKMIOYEHHbIX B MCCNeno-
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BaHWe, 3aBeplweHa OHK-gunarHoctvka, obbem ee Obin
Pa3NNYeH y pa3HbiX OOMbHBIX B 3aBUCUMOCTU OT KIUHW-
Yeckoro eHoTMna. Pasnnuyanmce Takxe Cpokm Habnto-
LeHWs 33 NauneHTaMu, OflHako B 00enx mccnepyembix
rpynnax oHu BbIAn LOCTaTOHHBIMU.

3aknoyeHue

Hanuume HKM He nprBOAUT K UCXOLHO Donee Bbipa-
>KEHHOW ANCDYHKLMN MUOKaPAA B CPaBHEHUM C MPOHMM
OonbHbIMK ¢ cuHapomom OKMI, HO conpoBoxXaaeTcs
3Ha4YMMO XyaWwmmM npupoctom OB B mpouecce neveHns
(B paHHWe 1 No3aHWe cpokn). MNaToreHHble MyTaumm (npe-
NMYLLECTBEHHO B CApPKOMEPHbIX MeHax) 3Ha4MMOo 4allle
BbISBAANMCH ¥ O0nbHbIX ¢ HKM B cpaBHEHMM C mpo4Mu
GonbHbIMK ¢ KM, Hanudme HKM conposoxpaaetcs 6o-
fnlee arpeccrBHbIMU XeNygo4KOBbIMW HaPyLUeHNAMM
pUTMa: 3Ha4MMO Donee YacTow Xenyao4KOBOW IKCTPaCU-
cTonver, 6onblLIer YacToToM onpaBAaHHbIX cpabaTbiBa-
HU 0ednbpUnnfTOpoB M 3Ha4MMO Donee BbICOKOM Ya-
CTOTOW LLIOKOB/BHE3aMHbIX CepAeYHbIX CMepTein. HacToTa
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