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Pesiome

HekomnakTHasa kapguomuonatua (HKMIM) xapaktepursyercs yHKanbHON Mopdonoruen
MUWOKapaa, B OCHOBE KOTOPOW NEXUT ABYC/IONIHOE CTPOEHUEe MUOKApAa: OAUH CNol 06-
pa3oBaH KOMMAKTHbIM MVWOKapAOM, APYroi Cloi npefcTaBnseT cobo/ HEKOMMAKTHYO
CTPYKTYPY C MHOXXECTBEHHbIMU TpabeKynamm 1 MexTpabeKkynspHbIMU flakyHamu, CO06-
LLAIOLWMMUICA C NOSTIOCTLIO NIEBOrO Xenyaouka. Knaccnueckom Tprafon KNMHNYECKNX Npo-
asneHnn HKMIT B HacTosLee BpeMa CUNTAETCA pa3BUTMe cepaeyHon HeJoCTaTOYHOCTH,
XKeNyAoUKOBbIX TaXMapuUTMUIA 1 CUCTEMHbIX TPOMOoaMbonuia. [inarHoctuka HKMI ocHo-
BaHa NpenMyLLeCcTBEHHO Ha AaHHbIX MeToaoB Bu3yanusauyum (AxoKr, MPT cepgua). B Ha-
cTOsALlee BpeMs HeT eAMHCTBEHHbIX OOLENPUHATLIX AMArHOCTUYECKUX KPUTEpUEB Ans
HKMI n cylecTByeT No MeHbLUEe Mepe WeCTb rpynn Kputepres — Tpu ana IxoKI, Tpn
ana MPT ceppua. OgHako ana noctaHoBKmM gmarHosa HKMIT HegocTaToOuHO TONbKO BU3ya-
NN3NPYIOLWNX KPpUTEPUEB, HEOOXOAMMO YUUTbIBaTb NPOABNEHMA 3aboneBaHNA BO BCEX ero
acnekTax (CeMenHbI aHaMHe3, reHeTuYecKne, KIMHNYECKEe U MHCTPYMEHTalNbHble JaH-
Hble), KOTOpble NO3BONUIIM Obl Pa3NNUYUTL JOOPOKAYECTBEHHYIO T’MNepTPabeKynsapHOCTb 1
HKMI. Pa3paboTaH anroputm, BKIOYALWMIA KaK KpUTepuUn BMU3yanmsauuu, Tak u gpyrve,
6onee cneunduryeckne napaMeTpbl, KOTOPbIA NOMOXET KNUHULKCTY dbdeKTrBHee funa-
rHocTupoBaTb naumeHToB ¢ HKMI. Lenbio faHHOM cTaTby 6b11nM 0630p nuTepatypbl Mo
AvarHoctnyecknm Kputepuam HKMIT v npegoctasneHre NpocToro U JOCTYNHOro Aguar-
HOCTUYECKOTO anropuTMa Ans pasnuyeHmns GeHoTrna runeptpabekynapHoct u HKMI.
KnioueBble cnoBa: HEKOMMNaKTHasA KapgromMmonaTtus, runepTpabekynapHOCTb, BU3yanu-
3upytoLyme TeXHONornm
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Abstract

Non-compaction cardiomyopathy (NCCM) is characterized by a unique morphology of the
myocardium, which is based on a two-layer structure: one layer is formed by a compact
myocardium, the other layer is a non-compact structure with multiple trabeculae and
intertrabecular recesses communicating with left ventricular cavity. The classic triad of
clinical manifestations of NCCM is currently considered to be the development of heart
failure, ventricular tachyarrhythmias and systemic thromboembolism. Diagnosis of NCCM
is based mainly on data from imaging methods (EchoCG, CMR). Currently, there are no
single generally accepted diagnostic criteria for NCCM and there are at least six groups
of criteria: three for EchoCG and three for CMR. However, for the diagnosis of NCCM, only
visual criteria are not enough, it is necessary to take into account the manifestations of
the disease in all its aspects (family history, genetic, clinical and instrumental data), which
would make it possible to distinguish between benign hypertrabeculation and NCCM.
An algorithm has been developed that includes both visualization criteria and other,
more specific parameters, which will help the clinician diagnose patients with NCCM more
effectively. The purpose of this article was to review the literature on the diagnostic criteria
of NCCM and provide a simple and accessible diagnostic algorithm for distinguishing the
phenotype of hypertrabeculation and NCCM.

Keywords: non-compaction cardiomyopathy, hypertrabeculation, imaging technologies

B BBEJAEHWE

HekomnakTHaA Kapanomuonatua (HKMI) — nepBuyHaa KapgnommnonaTtus, xapakTe-
pu3yloLanca ype3MepHON TpabeKynApHOCTbIO 1 FY6OKUMY MeXTPabeKynapHbIMUL Yry-
6neHnAMY, HeNnoCcpeCTBEHHO COOBLIALLMMINCA C MONOCTbIO IeBOro Xenyaouka (JIXK) [1].

YHMBepcanbHOro KoHceHcyca no noeogy knaccudukaumm HKMI He cywecTsyeT. He-
KOMMaKTHasA KapAuomuonaTua Obina nprsHaHa AMEPUKaHCKON KapAuonormyeckom ac-
coumaumen Kak ocobas nepBrUHaA Kapanommnonatisa C reHeTUYecKon stunonorven [2],
XOTA MO AaHHbIM EBponeiickoro obuectBa KapAaMonioroB oHa Mo-npexHemy cumtaeTcs
HekNaccmomumpoBaHHON Kapanomuonatuen [3]. EBponelickoe o6LecTBO Kapamnonoros
N pAg nccnepgoBaTenen BbiCKasbiBaloT TOUKY 3peHIA O TOM, YTO NMOKa He ACHO, ABNAETCA NN
HKMI oTaenbHOM KapanomuonaTtuen, unm Mopdonormyeckum nprusHakom, nnm GeHoTu-
MOM, aCCOLMMPOBaHHBIM C AApYrMMmn KapauomuonaTtuamu [4]. B knaccudurkaumm MOGE(S),
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npegnoxxeHHom BcemnpHom ceppevHon depepaumein 8 2013 r., 66110 NPeanoxKeHo onpe-
pnenenvie HKMIT: 1) B BMAE OTAENBHOIO Y CAMOCTOATENbHOrO GeHoTUMNa U 2) B COYETAHUN
C APYrMMU MEPBUYHBIMUA KapAvomuonatuamn: aunataumoHHon (OKMIM), runeptpodu-
yeckow (TKMM), pectpuktusHom (PKMI), aputmoreHHon (AKMIT) [5].

Pe3ynbratbl MONYNALMOHHBIX UCCeAOBaHWI, NPOBEAEHHbIX B Pa3fiNUHbIX CTpaHaXx,
CBUAETENbCTBYIOT, YTO pacnpocTpaHeHHOCcTb HKMI B nonynAaumn coctasnaet ot 0,014 o
0,14% [6].

HKMI aBnaeTtca deHOTUMNMYECKN HEOAHOPOAHbIM 3aboneBaHnem 1 MoXeT ObITb pas-
feneHa Ha 9 pa3nnyHbix GopMm, B TOM Umncsie Hanbornee JO6poKaueCcTBEHHbIE N30/IMPOBaAH-
Hble GopMbl, NpK KOTOpbIX pasmep JIXK, TonwmHa cteHkn JIXK, cnctono-gractonuyeckas
byHKUMA HopManbHbI 6e3 accoLMpoBaHHbIX 3510KavecTBeHHbIX apuTmuii; HKMI npasoro
xenypouka; buseHTpuKynapHasa popma, dopmbl couetaHua HKMIM ¢ TKMI, AKMI, PKMIT
WM cMeLlaHHan popma (kombuHauma ¢ TKMIM u AKMM unv KM n PKMI); dopma HKMIT,
accouMmMpoBaHHas C BPOXAeHHbIMY NopoKkamu cepaua (BMC), n aputmoreHHasa ¢popma [7].

C noBbllWEeHMEM OCBEAOMIEHHOCTM 006 3TOM 3ab60/1eBaHNM, MApPaniesibHO C WUPOKUM
NCMONb30BaHNEM COBPEMEHHbIX TEXHONOMMI U METOAOB BM3yanm3aLumnm (3xokapanorpa-
¢um (OxoKl) 1 marHMTHO-pe3oHaHCcHon Tomorpadum (MPT) cepaua) uncno grarHo3oB
HKMI B nocnegHue rofbl yBeNMUYMNOCb B reOMeTprUYeckon nporpeccumn. PacnpocTpa-
HeHHOCTb rnunepTpabekynAapHOCTY U runepauarHocTnuka HKMIM npogemMoHcTprpoBaHbl B
MHOroueHTpoBOM nccnegosaHnm MESA, uto ABnaeTca oTparkeHem npeysBennyeHns 3Ha-
ynmocTn mopdornormyeckoro mapkepa HKMII 1 BbICOKOW MHANBUAYANbHOW N3MEHUNBO-
cTn TpabekynapHomn aHatomun. KosddnuneHt NC/C >2,3 npwu BbinonHeHnn MPT cepaua
YUTeH Kak MorpaHnyHbIv gna gnardosa HKMr. 1ot kpuTtepun gan >43% NonoXXmTenbHbIX
cy6bekToB B MESA (MHOrosTHMYeckoe nccnefjoBaHve atepockniepo3sa) [8]. Takxe Gati et
al. [9] obHapy»xun 8,1% 13 1146 cNOPTCMEHOB, KOTOPblE COOTBETCTBOBA/N XOKapAMorpa-
durueckum kputepuam HKMI [1, 10]. NosTomy MHOrMe aBTOPbI NPULLIIM K BbIBOAY, YTO CO-
BPEeMeHHble AnarHoCTUYeCcKne KpUTepumn YpeamepHo YyBCTBUTENbHbI U cnabocneundumy-
Hbl gna HKMIT [11]. Bonee Toro, HegaBHMe UCCiefoBaHNA NOKA3bIBAKOT, YTO Taknue CoCTo-
AHNA, KaK upe3mepHas dursnyeckas TPEHMPOBKa, Neperpyska o6beMom, bepeMeHHOCTb
N XPOHMYECKNe aHeMnK, MOTYT ObiTb CBA3aHbl C Pa3BUTMEM TMMNepTPabeKynaApHOCTU B
paHee HopManbHbix cepauax [12]. Hu3kaa cneundruyHOCTb COBPEMEHHbIX KpUTEpUEB BU-
3yanusaumy NpUBOAUT K KIIMHUYECKOI HeonpeaeneHHOCT, 0COBEHHO Y 300POBbIX NaLu-
€HTOB, TaKMX KaK CMOPTCMeHbI, NPOXoAsALLMe NPOTOKOSbl NPeABapUTeNIbHOrO CKPUHUHTA.

Llenb naHHoro o63opa — cobpatb BCO JOCTYMHYIO NHGOPMaLMIO, KOTOPasA MOXET OT-
nMYnTb 6€CCMMNTOMHYI0 HEKOMMNAKTHOCTb OT UCTUHHOM HKMIT, n pa3paboTaTtb anroputm,
KOTOPbIM Bpay byfeT pykoBOACTBOBATLCA NMPU OLEHKE U TeYeHUN NaLeHTOB C fMarHo-
3om HKMI Ha ocHoBe BM3yanu3npyoLwmx METOA0B UCCIeA0BAHNA U KITMHNYECKMX MPo-
ABNEHWUI.

B KPUTEPUWN ONATHOCTUKU HKMT

HKMI - 3T0 B OCHOBHOM BM3yanv3upyoLwWwun AnarH03, KOTOpbI B HacTosLLee Bpems
BO3MOXHO YCTAHOBUTb Kak C nomolbto IXoKl (puc. 1), Tak n ¢ nomowpto MPT cepgua
(puc. 2). bnarogapa WMPOKON AOCTYNHOCTU 1 HU3KOW CTOMMOCTU 3XOKapauorpadus aB-
NAETCA MeTOAOM BM3yanu3auuun nepBon NIMHUK, UCMONb3yeMbIM B KIIMHWYECKOW MpakK-
TuKe. bbiny npegnoxeHsl cnepytowme IxoKl-kputepun: Chin et al. [10], Jenni et al. [1] n
Stollberger et al. [13] (cm. Tabnuyy). HecmoTps Ha To, uTo NepBbit IxoKI-gnarHo3 HKMI
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6b11 onybnukoBaH 37 net Haslag, oOLenpUHATLIX ANAarHOCTUYECKUX KPUTEPUEB He CYy-
wectByeT. Ecnm Chin n Jenni ncnonb3yoT COOTHOLLEHMA MEXAY KOMMAKTHbIM 1 HEKOM-
nakTHbiM cnoem (NC/C), HO € pa3HbIMY NO3MLMAMU N3MEPEHUA U BPEMEHEM B CEpAEYHOM
uukne, Stollberger et al. opmeHTpOBanMCb Ha KonnuecTBo Tpabekyn n NuUwWb No3gHee
ncnonb3osanu cootHoweHre NC/C Kak JONONHUTENbHbIA ANAarHOCTUYECKUIA KPpUTEPUIA.
B page nccnepoBaHuii ncnonb3oBanacb KOMOUHaLMA KpuTepures Jenni u Stollberger. Tak,
Frischknecht et al. pekomeHpoOBanM NCNonb30BaTb KOMOMHALMIO KPUTEPUEB KaK CrieLu-
duueckyto, a Belander et al. B 2008 r. npefnoxunu pasnnyHbie KpUTePUU C JONONHNUTESb-
HOI KnaccndurKaumen TaKeCT, OCHOBaHHON Ha cooTHolweHun NC/C 1 nnowagmn nopa-
eHuA B CM? B anrKaibHOMN 4-KamepHOW NPOoeKLUn C 3 KaTeropuaMu: NIErKown, cpefHen
TAXKenon ctenenn [14, 151.

PaHee anarHo3 HKMI1 noateep»<ganca BM3yannsvmpyowymm MeTogaMmm B OCHOBHOM Y
NnaumeHToB C cepfieyHon HegocTaTouHOCTbio (CH) 1 6onbluyto 03a60UEeHHOCTb Bbi3blBana
rmnogmuarHoctTuka 3abonesaHus. MockonbKy npousoLwsno 6onee WMpoKkoe pacno3HaBa-
Hue 1 BHeJpeHrie HOBbIX MeTOOB BM3yanun3aLny, BO3HVKNa npobnema runepanarHocTu-
Kun. Ytobbl npeoponeTb 3T1 Npobnemsl, WBelLapckana rpynna nccnegosatenein B 2012 T.
BBesa JOMONHUTENbHbIN KPUTEPUIA: TOSLLMHA KOMMAKTHOIO CJI0A MeHee 8 MM, KOTOPbI
ABNAETCA AUCKPUMUHATOPOM Mexay UcTuHHo HKMI n runeptpabekynapHocTbio [16].

M3 HoBbIX axoKapauorpadpuryeckmx MeTofoB, KOTOpble MOTYT MOMOYb B MOCTaHOBKe
ponarHo3a HKMI, cnepyet ynomsaHyTb speckle tracking 9xoKI, TpexmepHyto 3xokapauo-
rpaduio n KoHTpacTHyto IxoKI. MpumeHeHne speckle tracking 9xoKI no3sonAeT BbIABUTH
oTcyTcTBUE GU3NONOrMUYECKOro CKPYUMBaHUA BOMOKOH MUOKapAa, Korga CKpyumBaHue
Ha OCHOBaHMM cepiua W BepxyllKe MPOUCXOAWT pa3HoHanpasneHHo; npu HKMI xe
BpaLleHne 6a3anbHbIX M anuKanbHbIX CErMEHTOB MPOUCXOAMT B OAHOM HamnpaBineHUW.

Puc. 1. TT 3xoKI. AnukanbHasA yeTbipexKkamepHas npoekums. BoipaxkeHHas TpabeKynapHocTb
BepxylweyHoro cermeHTa JI?K. Paclumnpenune JIXK

Fig. 1. TT EchoCG. Apical four-chamber view. Pronounced trabeculation of LV apical segments.
LV dilation
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Puc. 2. MPT cepaua. lunatauuoHHbiii eHoTn HKMI. HekoMmnaKTHbI Mnokapa 6okoBoii cteHKku JIXK

Ha ypOBHe CpefiHuX 1 BepXyLeyHbix cermeHToB. NC/C =22,3. [lona Maccbl HEKOMNAKTHOro MnoKapaa =20%
Fig. 2. CMR imaging. Dilated phenotype of NCCM. Non-compact myocardium of the LV lateral wall at the
level of the middle and apical segments. NC/C 22.3. The proportion of non-compact myocardial mass 220%
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MeTtogom 2D Strain xoKrI 6b110 uccnegoBaHo HapyLueHue NpogonbHol gedopmauim K
npu HKMI [17]. B nccnepgosanum [18] nokasaHo, yto nokasatenu gedpopmauum JIXK 6b1m
CaMbIMW HU3KUMW Y NaLMeHTOB C He6NaronpuATHbIMK UCXOAAMU MO CPaBHEHUIO C UX OT-
CyTCTBUEM.

B nocnepgHee pecAtunetne B CBA3W C OTCYTCTBMEM efuHbIX IXoKI-Kputepumes n He
BCerga onTMManbHOW BU3yanu3saumen Hayanm ncnonb3osatb MPT ceppaua ¢ KOHTpacTu-
poBaHuem anaA 6onee TouHom Mopdonornyeckom xapaktepmuctuku HKMI. Hanbonee va-
CTO ncnonb3ytoTca cnegytowme kputepum MPT B grarHoctnke HKMIT: Petersen et al. [19],
Jacquier et al. [20] n Grothoff et al. [21] (cm. Tabnuuy).

Petersen et al. oueHVNN KOHEUYHO-AMAcTONMYecKoe oTHoweHne NC/C >2,3, nsmepeH-
HOe Mo AJIMHHOW OCKn B MecTe ¢ Hanbosee Bblpa)eHHbIMY TpabeKynamu, B TO Bpema Kak
Stacey et al. onpegenvnm KOHEUHO-CNCTONNYECKOE OTHOLLEHME >2 B KOPOTKOOCEBbIX MPO-
eKkumsax gna guarHoctukmn HKMI [22]. Jacquier et al. ncnonb3oBanu npoekumun no KOpoT-
KOW ocy AnA n3mepeHna TpabeKynapHom macchl, rae 6onee 20% HeKOMNaKTHOWM Macchl

dxoKapanorpaduyeckne n MarHUTHO-pe3oHaHCHble Kputepum guarHoctuku HKMIM
Echocardiographic and magnetic resonance criteria for imaging-based diagnosis of left ventricular
noncompaction

Metop Kputepun CeppeuHas dasa

IxoKI-kpntepun

Hanuuue 2 cnoes mnokapga, runeptpabe- | B KoHLe ANacTonNbl MO KOPOTKOIA
Chin et al. KYNAPHOCTb M1OKapAa, COOTHOLLEHne 0OCK B NapacTepHanbHOM n/unn
C/(NC+C)<0,5 anuKanbHOM No3nUun

Hannuwne 2 cnoeB Mmokappaa ¢ mexxTpabe-
KyNSIPHBIMU Yry6eHUAMM MO JaHHbIM
LBeToBOM fonnep-oxoKI, cooTHoLWeHnem
NC/C =2;

Jennietal. CBA3b MEXTPABEKYNAPHbIX YryO6neHnin n
NoNOCTU XeNyfoUKa Nno AaHHbIM LiBETOBOW
nonnep-oxoKr;

OTCYTCTBUE COMYTCTBYIOLLMX CTPYKTYPHbBIX
aHOManmn cepaua

3 TpabeKybl, BbICTYNaOLNE 13 CTEHKN

MapacTepHanbHbI 4OCTYN NO
KOPOTKOW OCM1 B KOHL|e CUCTOSbI

Stollberger et al JIXK no BepLvHbI NanuaAAPHbIX MbILUL, AnuvKanbHas YyeTblpexKkamepHas
9 ’ KOHEeYHO-ANACTONNYEeCKOe COOTHOLIEHNE | MO3ULMSA, B KOHLIE AMACTOsbI
NC/C 22
MPT-kputepun
Hanuuue 2 cnoes ¢ KOHEYHO-AMACTONN- Mo3nyusa No ANUHHOW OCK B KOHLEe
Petersen et al.
yeckum cooTtHoleHnem NC/C >2,3 anacTonbl

Ob6uan TpabeKynapHas macca MMoKapaa
6e3 NanuNAPHbLIX MbILULL B KOHLIE AVa-
cTonbl coctaBnaeT 20% Mo OTHOLWEHMIO K
obLlein macce Mmokappaa

Macca NC/C >25%;

nHaekc maccbl NC >15 r/m?;

cooTHolweHne NC/C 3:1 BO BCcex cermeHTax,
Grothoff et al. NCK/0Yas BePXYLUKY;

cooTHowweHne NC/C 2:1 B 6a3anbHbIX
cerMeHTax HUXHewn, HUXKHebOoKoBOM 1
nepefHe60KOBOW CTEHKM

Jacquier et al. B koHLe anacTonbl

Mo3muma No KOPOTKOM OCK B KOH-
Lie AnacTonbl

Mpumeyanua: NC — HeKoMNaKTHbI MoKapg; C — KOMMaKTHbIN MOKapA.
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onpegaenanu kak HKMI [20]. Grothoff et al. pacwumpunu kputepun MPT ana anddepeHuyun-
aumm HKMI v gpyrux KMI, ncnonb3ya 4 OCHOBHbIX KPUTEPUA: MPOLIEHT HEKOMMAKTHOW
Maccbl Muokapga JIK (nonoxuTenbHbi pe3ynbtat 6onee 25%), oblee KONMYECTBO He-
KOMMaKTHOM Macchl JIXK (nonoxutenbHbin pe3ynbtat 6onee 15 r/m?); cootHoweHme NC/C
>3:1 no KpalHen mepe B OQHOM U3 cerMeHToB 1-3 nnu 7-16, 3a NCKNOYEHNEM annKkanb-
Horo cermeHTa (17) n Tpabekyn B cermeHTax 4-6 >2:1 (otHoweHune NC/C) [21].

KombuHauma pasnnuHbix DxoKl-KpuTepures 1, Npyu HEOHOXOAUMOCTH, KOMOUHALUNA C
AOMONTHUTENbHBIMM AVNArHOCTUYECKMMI METOAAMWN OOMXHbI MOMOYb AMArHOCTUPOBaTb
HKMI unu oTknoHutb ee. OfHaKo MOTyT ObITb HEKOTOPbIE NMOrpaHNYHble Cilyyamn C BO3-
MOXHbIM, HO He onpegeneHHbiM grnarHosom HKMI. B 3Tnx cnyyasax nogxod K BU3yanu-
3auUnn gomkeH o6beanHATb KNMHNYECKe AaHHble, CEMEHbIN aHaMHe3 1 reHeTuYecKue
ZAaHHble. OfHaKo B HacToALLlee BpeMsa OTpuULUaTeNIbHbIN FreHeTUYECKUI TeCT He ABNAETCA
AMNArHOCTUYECKUM MapKepoM, CBUAETENbCTBYIOLWIMM O TOM, YTo AnarHo3 HKMI1 manose-
posaTeH [23].

B INOOEPEHUMANDBHAA ANATHOCTUNKA

B HacToALee Bpema MHOrMe nccnefoBaTen NPUXoaAaT K MbIC/IM O CyLLeCTBOBAaHUN UC-
TUHHOTO cuHgpoma HKMIT 1 6eccumnTOMHOro NoBblleHUA TpabeKynApHOCT MUOKapPAa,
KOTOpOe MOXeT HabnodaTbCA Y BMNOMHe 30POBbIX NOAEN, 1 HEOOXOAUMOCTU UX YETKO-
ro pasrpaHuyenus [24, 25]. KpynHbimu nccnegosatenamm B obnact HKMI nposoguTca
aHanorua c runeptpoduein mmokapaa JIXK — camo no cebe obHapy:keHune runeptTpodum
MMOKapaa He roBopuT ewe o Hanuuum FKMI. MNMpegnonaraeTcs, uto, Kak 1 runeptpodua
MUOKappaa, NoBbIlEHHaA TPAabeKYNAPHOCTb MOXET Pa3BMBaTbCA BC/IEACTBME Neperpy3Kku
cepaua obbeMom/gaBneHviem [24].

Hepefko B npakTuKe BblpaXXeHHY TpabeKynapHOCTb, runepTpoduro NanuanapHbIX
MbILLL, 1 AO6ABOYHbIE XOpAbl OWKMH60YHO NpUHMMAatOT 3a HKMIT, uTo nprBOAUT K rnnepau-
arHoctumke 3abonesaHuA. HKMI Hepenko AaBnaeTcA cyyaliHoOM Haxo4Kom npy obcnefoBa-
HUM 6eCCMMNTOMHOrO KOHTUHIeHTa (YacToTa BbIAABNEHUA Y CMOPTCMEHOB focTuraet 8%),
nccnepgoBaTenu Npu ANMTENbHOM HabnoaeHUN He 0OHaPYXMBAIOT Y HUX GYHKLIMOHaNb-
HbIX 1 06beMHbIX n3MeHeHn JIXK. Takyto runepTpabeKkynapHOCTb MOXHO paccmaTpumBaTh
Kak JobpoKauyecTBeHHbIN cnHgpom HMITXK, npeacrasnawowmin cobon cneunduuecknin
MexaH13M Gpr3nonormyeckor agantaumm K ypeamepHboiM GU3nyeckum Harpyskam [9].

B HeckonbKux nccnefoBaHusx coobuanocb o nattepHe HKMI Bo Bpema 6epemeH-
HocTu [26]. Mi3BecTHO, uTO B 25% cnyyaeB npu 6epemMeHHOCTU HabnogaloT yBennyeHne
Tpabekyn JIXK [27]. HekoMnaKTHOCTb M1OKapa B 3TUX Clyyasax MoxeT ObiTb mopdonoru-
YecKMM Npr3HaKom Gpr3n0IorMuYecKkoro peMogenpoBaHus.

OnddepeHumanbHbin anarHo3s HKMIT n runeptpabekynapHOCT Takke BK/oJaeT
TPOM603 BepXYLUK/ cepAua WUav Apyroi nokanusauum, NoxHble CyxoxXunus, abeppaHt-
Hble xopgabl, GnbpomaTos, sHAOMMOKapAnanbHbIi GrMbpo3 n meTacTasbl B cepaue [28].
Heobxopnmo Takxe guddepeHymposats ot HKMI gpyrue KapgnommonaTum nuam MOHo-
reHHble CUHAPOMbI.

MaTTepH HEKOMNAKTHOro MMOKapAa MOXeT OTpaXkaTb peakumio MMOKapAa Ha BHeL-
Hue Tpurrepbl. Tak, Loria et al. [29] nccneposanu BnuaHMe XMMnoTepanuu C IeKapcTBeH-
HOWM TOKCMYHOCTbIO B KayecTBe BO3MOXHOro Tpurrepa HKMI. 3apernctprnpoBaHbl MHO-
XecCTBeHHble C/lyyan HEKOMMAKTHOro MuokKapga nesoro xenygouka (HMJIXK) npu cep-
noBuaHoKNeTouYHon aHemun [30, 31], HeMpoMmblweyHow natonoruu [32] n XxpoHnyeckomn
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I'IaTTepH HEKOMMNAaKTHOIro Mmnokappaa

KnuHnyeckan KapTuHa:
—  KO/anc, CMHKOMe, apuTMuK, CepAeYHasa HeJOCTaTOYHOCTb
IKr

Busyanusauna cepgua:
- NC/C>21-23
—  Pa3smep JIXK / cuctonuueckasn gucdyHkuua

CemeliHbIi aHamHe3
[eHeTnyeckoe TecTMpoBaHue

|
v . '

HKM naTtonornyeckoe

HKM ¢usnonornueckoe

HKMIM PEMOAEMpoBaHine obpaTMmMoe peMogenmpoBaHne
(maBneHne/neperpyska
Sl (cnopTcmeHbl, 6epeMeHHbIE)

Puc. 3. DeHOTNN HEKOMMAKTHOI KapanomuonaTmm
Fig. 3. Myocardial phenotype of noncompaction cardiomyopathy

NMoYeyHol HeAOCTaTOYHOCTU U MONMKKCTO3e noyek [33]. 3Tn HabnogeHnAa paclmpsatoT
CNEKTP 3TUOMATOreHEeTUYECKNX TMNoTe3 OT MaToNormMm 3MOpuoreHesa K afanTuMBHbLIM
naToreHeTUYeCcKM MexaHn3maMm, BKoYaoLWmM KOMNEHCATOPHbIE N3MEHEHUA cepaLa B
HebnaronpuATHbLIX YCIOBUAX reMOANHAMMYECKOW neperpyskn. Ha puc. 3 npeacTtaBieHbl
NPUYMHbI HEKOMMAKTHOTO peHoTumna [24].

Ha 6a3e PHIIL «Kapguonorusa» pa3paboTaH AVArHOCTUYECKUI anropuTM Ans NoA-
TBepKaeHnA amarHosa HKMI v ycTtaHOBNEHMA ero KnnMHUYeckon ¢popmbl Ha OCHOBE
BV3Yyanum3npyoLwmnx TexHonorun (puc. 4). MpennoeH nowaroBblii MOAXOA K BbIABIEHUIO
naymeHToB ¢ HMKI1 ¢ yyueTom KomMnnekca KNMHUKO-aHAMHECTUYECKMX U MHCTPYMEHTasb-
HbIX AaHHbIX. Ha nepBom aTane nayuneHT ¢ nogo3speHnem Ha HMKI1 o6bluyHO npeactaBnaet
npepblaywe gaHHble OxoKl n/vnn MPT cepaua. Heobxoanmo noaTBEPANTb Hannume He-
KOMMaKTHOIO MUOKapZa COorfnacHo Tekywmm Kputepuam [1, 19]. Mpu oTCyTCTBUN YETKUX
KpuTtepureB Heobxoanmo nosToputb IXoKI n MPT cepaua Ha faHHbI MOMEHT. [MauneHTam
C MNOATBEPXKAEHHBIMN KPUTEPUAMM HEKOMMAKTHOIO MMOKapAa HeEOOX0AMMO 3aBepLUUTb
nccnepoBaHme MPT c OTCPOYEHHBIM KOHTPACTUPOBaHMEM FafonnHueM ana ctpatudrka-
LN pycKa pa3BUTUA HEBNAronpuATHBIX COObITUI 1 NCXOAa, TaK KaK HanMumne 30Hbl KOH-
TpacTHoro ycuneHus (LGE) ABnAaeTca nHAnMKaTopom XyfLiero nporHosa.

MavumeHTbl, y KOTOPbIX OTCYTCTBYIOT YeTkne IxoKl- n MPT-kputepmn HEKOMNAaKTHOro
MUOKapAa, NCKIYalTCA 13 AanbHenwero HabniofaeHns, 3a NCKNIOYeHneM NnaLueHToB
C HanMymeMm MoBbILEHHONW TpabeKynapHOCTY (He mMeHee 3 TpabeKys, BbICTyMaoWmx 13
cTeHKn JIXK Ao BepLUVHbBI NanuIAPHbIX MbLL), KOTOPbIM TpebyeTcA HabntoaeHne, Tak Kak
pa3BUTUE HEKOMMAKTHOIO MMOKapaa Y 3TOW KaTeropum naumeHToB — BOMPOC BPEMEHN.
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MaumneHT ¢ NnpegnonoXxnTenbHbiM grarHozom HKMI

\

OxoKI
MPT cepgaua

Kputepun Br3yanunsauum BbiNoaHEHbI

\ \ \

COMHUTENbHbIN AMarHo3 Oa Het

v v v

HeT HeobxogumocTu
MoBTOpUTE BM3yanusauuio

© MPT copaLa AHaMHe3 U1 KITMHNYeCKas oLieHKa B AasibHeliLen oLeHke
RA% 3KI12 1 CM 3KT v
C ragofIMHNEBbIM
MPT c KOHTpacTpoBaHvem
KOHTpacTMpOBaH/eM

[MnepTpabeKkynApHOCTL

\ v v \

M3onnpoBaHHasn HKMM HKMIM HKMIM
HKMIM B coyeTaHun ¢ AKMI B coyeTaHun ¢ TKMI B coyeTaHuu ¢ BINC

v v v v

OxoKI: NC/C >2,
Hannuve 6onee >2

TpabeKynApHbIX Kputepun Kputepun Kputepun
yrny6neHui VN30NMPOBaHHON N30NMPOBaHHON VN30NMPOBAHHON
CHab>eHHbIX KPOBbIO, HKMI + HKMIT + HKMIM +

Mo AaHHbIM UBETHOIO KOO XK >6 cm acummeTtpuyHas MK, npusHaku MMM,
[n-3xoKT; OB JTK <40%, TMXIT >14 mm, aHoManum d6LwTenHa
MPT: NC/C >2,3 Hannume LGE Hannume LGE vnu ap. BMNcC

vnu gona NC >20%,
Hanuyune LGE

v

[eHeTnyeckoe TecTMpoBaHue

v

[eHeTnyeckune BapuaHTbl C Pa3/inyHbIM CTaTyCOM NMAaTOr€HHOCTN B reHaXx, KoAnpyoLwnx
CapKOMepHbIe, CTPYKTYPHbIE, PEryATOPHbIE 6enKkn 1 6ENKN NMOHHbIX KaHaNoB

y

KackafHbI reHeTUYECKNA CKPUHUHT POACTBEHHNKOB

Puc. 4. Anroputm guarHoctuku naymeHtos ¢ HKMI Ha ocHoBe BU3yanusmnpyowmnx TeXxHonornin

Mpumeyanus: IxoKr - axokapavorpaduma; MPT — MarHUTHO-pe3oHaHcHaA Tomorpadus; SKI'2 - anekTpokapaunorpadus B 12 ot-
BefeHuAx; CM 3Kl - cyTouHoe MOHUTOPVPOBaHVE 3neKTpokapamnorpammbl; An-IxoKl — ponnep-axokapaviorpadus; HKMIM -
HeKomnakTHaa Kapavomuonatus; IKMI - gunataumoHHas kapguomuonatus; TKMI - runeptpoduyeckan KapavomuonaTus;
BINC - BpoxaeHHbI nopok cepaua; NC/C - cOOTHOLIEHVE HEKOMMNAKTHOrO MMOoKapaa K KoMnakTHomy; LGE — no3aHee KoHTpacT-
Hoe ycunenwue; KOO JIK — KoHeuHo-AMacTONMYeCKmnii JuameTp neBoro xenynouka; ®B JIXK — dpakuma BbI6poca NeBoro xenyaou-

Ka; [T1XK - runeptpodua nesoro xenypouka; TMXKIT - TonwmHa MeXKenyf04KoBO NeperopoaKm.

Fig. 4. Diagnostic algorithm for patients with NCCM based on imaging technologies

«Kapgwuonorus B benapycu», 2022, Tom 14, N2 3 327



HekoMnaKTHasA KapAMOMMONATUA: BO3MOXHOCTU ANArHOCTUKN
Ha OCHOBE BM3YyaNnu3npyioLnx TexHonorui (063op nureparypsbl)

HKMN

CumnToMmbI: IxoKT:
—  aCMMMNTOMHbI — Kputepumn NC

- XCH —  CHUXeHune

ELH CUCTONMNYECKON 1
— runeptpodusa JIXK [MacTonnyeckon
— unHBepcya T-3ybua DYHKUMIA

KIC/XKT, on

rKMn

aKmn

CumnToMmbI:
—  acUMNTOMHbI
— XCH c coxpaHeHHo
OB JIK

MPT cepaua:
—  Kputepun NC
- LGE+

CumnTombl:
—  aCcUMMTOMHbI
— XCH co cHuxeHHON
OB XK

runeptpodua JIXK
nHBepcua T-3ybua
natonoruyeckunii Q-3ybeuy
KenyfouKoBble
TaxuapuTMim

- on

neAHNT
— unHBepcyua T-3ybua

— natonornyeckuin Q-3ybewy
— KIC/XKT

on

IMnepTpa6ekynapHocTb

IxoKT:

OxoKr: acuMMeTpuyHan
— WCTOHYeHwe cTeHoK JIXK runeptpodua JIXK
— punatauyua JHK — rpagveHT BTJIK
—  cncTonuueckas — [AvacTonnyeckas

. MChyHKUMA
AMChyHKLMA CuMNTOMBI: ANCHYHKLY

— aCUMNTOMHbI

MPT cepaua:
- LGE+

MPT ceppaua:
- LGE+

EL{H
— runeptpodua JIK
— XKIC/HXK3C

OxoKT:
— runeptpodua JIK

— aunatauma JIK/MXK

— COXpaHeHHas CUCTONMYecKas
1 anactonuyeckan GyHKLN

MPT cepaua:
- LGE-

Cepaue cnoptcmeHa
@ CmewanHble peHoTUMbI

Puc. 5. AnddepeHumnanbHaa gnarHocTuKa runeprpabekynAapHoOCTY N1eBOro Xenyaouka: gnnaTtalioHHas
Kapguomuonatus (AKMI), cepaue cnopTcmeHa, runeprpodpuyeckasn kKapauomuonarusa (FTKMN),
HeKoMnaKTHaA Kapguomuonatus (HKMM)

Mpumeyanua: XCH — xpoHnyeckan cepaeyHan HegocTaTouHocTb; OB JTXK - dppakuma Boibpoca neBoro xenygouka; MBJHMT -
nonHaa 6nokapa neBoi HOXKK nyyka Mica; XK3C — xenypoukoBas akcTpacuctonus; HXKIC — HapKenyAouKoBas SKCTPACUCTO-
nua; KT - xenypoukoBan Taxukapaus; O - ¢pubpunnauma npeacepanii; JIXK — nesoro xenyaouka; MK — npaBoro xenyfouka;
NC - HekoMnakTHbI M1okapp; LGE+ — Hanuumne no3gHero KOHTPaCcTHOro ycunerus; LGE- — oTcyTCTBME NO3[HEr0 KOHTPACTHOro
ycunenus; BT JIXK — BbIXOJHOW TPaKT NeBOro )enyaouka.

Fig. 5. Differential diagnosis of left ventricular hypertrabecularity: dilated cardiomyopathy (DCM),
athlete’s heart, hypertrophic cardiomyopathy (HCM), non-compaction cardiomyopathy (NCCM)

Ecnn naumeHT cooTBETCTBYET KNMHUYECKUM 1 BU3yanusnpyowmm kputepuam HKMI,
TO Ha cnepylolwemM 3Tane NPoBOAUTCA BblAeNieHne KOHKPETHOrO KANHUYECKOro noaTu-
na 3aboneBaHUA: N30NMPOBaHHbIN, coueTaHne C Apyrumun Kapauomuonatmamm (AKMI,
FKMI) nnu couetanue c BMNC.

KnuHunueckne, anekTpokapguorpaduyeckre 1 Buyanusupymowmne AaHHble JOMKHbI
ObITb TWATENbHO NPOaHaNN3MPOBaHbl C yYUeTOM OCHOBHbIX NposBneHnin HKMI, a umeHHO
CH, »enyf0o4KoBbIX TaxMapuUTMui 1 Tpomb6oambonuin B anddepeHurnanbHon guarHocTu-
ke c gpyrumu KMI (puc. 5).
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B 3AK/TFOYEHNE

CoBpemeHHble Mopdonornyeckme auarHoCTUYecKre Kputepum, nosnyyaemblie € moMo-
b0 METOA0B BM3Yyanu3aunmn, HegocTaTouHbl Ana onpepeneHna HKMI, kotopyto cnepyet
BepndrLMpoBaTb, yunTbiBasA 3aboneBaHre BO BCEX €rO acneKkrax (CemMenHbli aHaMHes,
reHeTnyecKme, KIMHUYeCcKne 1 UHCTPYMeHTanbHble faHHble). [ToCKONIbKy COBpeMeHHble
[OMNarHocTMyeckre KpuTepun OCHOBAHbl UCKIOUMTENBHO Ha MOPGONOrMyecknx xapak-
TEPUCTUKAX, CIOXKHO PasnnunTb JOO6POKauecTBEHHYIO rnnepTpabekynapHoctb 1 HKMIT.
ANropuTMm, BK/IOUAIOWNIN KaK YyBCTBUTENbHbIE KPUTEPUU BU3yanusauuu, Tak n gpyrue,
6onee cnevymdunyeckrie napameTpbl, MOMOXKET KNMHMULUCTY SbPeKTrBHee BbIABAATbL NaLu-
eHToB ¢ HKMI BblCOKOrO pricka, TeM cambiM obecrneunBas NepcoHnOULMPOBaHHbIN Noa-
X0 K nocnegytoLlemy HabniogeHnIo 1 NeYeHunto.
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