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HekomnakTHbI Myokaps nesoro xenygoqxka (HM/1K) — peakas ¢opma rexe-
TUYECKN reTeporeHHoi nepBuyHoi kapanommonatum. 06CyXaarTcsa BONpPoCh!
JNarHOCTUKN, KITMHUYECKNX MPOSBIIEHNN 1 T1eYeHns nauynenHTos ¢ HM/IK.

Kntoyesble cnoBa: HEKOMMNAKTHBIA MIOKapA IEBOTO Xenyaoyka, KapAnomno-
MaThs, XXN3HEYTPOXKAIOLLME HAPYLUEHNS PUTMA, CEPAEYHAs HELOCTATO4HOCT.

HeKOMnaKTHmﬁ MuoKapz jeBoro xkenynouka (HMJLXK), wimn
«Ty0UaThIii» MUOKAp/I, OTHOCUTCS K PEIKOU U MaJION3y4eH-
HOIl (hopMe TMepBUYHBIX KapAWOMMOIATUM, IJIsI KOTOPOW MpH
axokapauorpadpudeckom (DxoKI') obcimemoBaHMM XapaKTepHa
MaToJIorMyecKasl TunepTpadbeKyIsIpHOCTb B COUETAHUU C TIy0Oo-
KUMU MEXTPaOeKyIsIpHbIMU JaKyHaMu U (HOpMUpPOBAHUEM
2 cJI0eB MUOKapaa — HOPMaJIbHOTO M HeKOoMITakTHoro [1]. Pac-
MPOCTPAHEHHOCTh 3a00J€BaHUSI CPEAU B3POCIBIX COCTABIISIET
0,014—0,140% B ron [2]. B nenuaTpuyeckoil mMpakTUKe yIesb-
HbII Bec marosioruu gocturaet 9,2% Bcex ciiyyaeB MEPBUYHOM
KapIMOMUONAaTUN, 3aHUMas 3-€ MeCTO IMocje TUmnepTpoduye-
ckoii (FKMIT) u munaraumonHoit (JAKMII) kapauomuonatuu
|3]. 3aboneBaHue yalle BCTpeYaeTCsl y MpPEICTaBUTENCH MYyX-
cKoro moja — 56—82% [4].

BO3 B 1995 r. Bxmouwna cunapom HMJLK B rpymniy Hekiac-
cuUIMPYeMbIX KapAMOMUOIIATHI [5]; K 3TOi1 ke rpyrie 3aboie-
BaHUE OTHOCUTCS B COOTBETCTBUU C Kiaccudukanueit EBponeii-
CKOro o01iecTBa KapauoJjoros [7]. AMepuKaHCKasl accoluudauust
cepaua otHecaa HMJLK k rpyrnne reHeTuuyecKu AeTepMUHUPO-
BaHHbBIX Kaparomuomnaruii (2006) [6].

Cunapom HMJLK Moxer HabGa0aaThCs KakK B M30JIMPO-
BaHHOI (popme, TaKk U B COYETAHUU C APYTUMU BPOXKIACHHBIMU
3abosieBaHusIMU cepaua. M3omupoBannbiii HMJIK 6e3 comyT-
CTBYIOLIIE BPOXIEHHOW IATOJIOTUM CEPJALla BIEPBBIE OMUCAH
T. Chin B 1990 1. [8]. CuHapoM uyaie BcTpedasucsl B meauaT-
pUYECKOl MPaKTUKE, HO B TMOCIEIHUE TONbI TOSBISIETCS BCE
oousblIe yoauKauuii 06 nzoauposanHom HMJLK y B3pocibix
nainueHToB [9]. bonbMHCTBO MccienoBaTeneli MOATBEPXKAAIOT
Hanuuue cienyromux dopm HMJIIK: nzonupoBaHHas; B co-
YeTaHUU C BPOXAEHHBIMU MOPOKAMU CEpAIA; B COUETAHUU C
HEPOMBIIIEYHBIMU 3200JIEBAHUSIMU — META0OIUYECKON MUO-
naTtueit, cunapomom Barth, cunapomom Noonan, nuctpodueit
Becker, mbrieunoit gucrpodpueit Emery—Dreifus [10]. Cpenn
BPOXIEHHBIX MOPOKOB HanboJyiee 4acTO BCTPEUAIOTCsI coueTa-
Huss HMJIXK ¢ nepekramu mexnpencepanoit (AMIIIT) u mex-
xKenynoukoBoit (JAMZKII) meperopoaku, CTEeHO30M JIETOYHOM
aprepuu, aHoManueill DOmTeiiHa, BPOXIECHHBIMU TTOPOKAMM
A0PTAJIILHOTO KJIamaHa.
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B kauectBe MexaHusma pazsutusi HMJI2K paccmarpusator
HapyuieHre (GopMHUpPOBaHUSI MUOKapAa U3 IMOPUOHATBHOTO
«rybuaroro» mMuokapaa. B mepuon paHHero sMOpHMOHATHLHOTO
pa3BUTHUSI MUOKapP] MPEACTaBIsIET OO0l CeTh TMeperuieTeHHBIX
BOJIOKOH, pa3[e/IeHHBbIX IIUPOKUMU MPOCTPAHCTBAMU, KOTOPHIE
CBSI3BIBAIOT €TO C MOJ0CThIO JeBoro xemynouka (JIK). [Mpexmo-
naraetcs, yto HMJI2K Bo3HUKaeT B pe3yJibTaTe MpexKaeBpeMeH -
HOTO TIpeKpalieHusl YIJIOTHEHUs TPaOeKyIsIpHOM CeTKW Mpu
sMbpuoreHese. [1poriecc yrioTHEHUST CETH BOJIOKOH U CyKEeHUSI
MEeXTPaOeKyISIPHBIX JTJAKYH IMPOUCXOANUT MeXay 5-if u 8-i1 Hexe-
JIIMU BHYTPUYTPOOHOTO Pa3BUTHS U MPOTEKAET B HAMIPaBICHUU
OT OCHOBAHUS Cepjlla K ero BepXyllke M OT dMUKapAa K dHIO0-
kapny. [IpexpanieHve npoliiecca YIUIOTHEHUST TPUBOIUT K TOMY,
YTO 00pa3yeTcst AByXCIONHbBIN MUOKAPH, COCTOSIIIIUI U3 CKATOTO
SMUKAPANATBHOTO CJIOSI U HECXKATOTO CJIOSI U3 TOHKOM, Tieperie-
TEHHON MeX1y co0O0il CEeTKM BBIIAIOLINXCS TPAOEKYISIPHBIX BbI-
CTYTIOB ¥ TITYOOKUX MEXTPaOeKyIsIpHBIX TTOCTPAHCTB, KOTOPHIE
coob1atorcs ¢ noygoctoio JIZK [11].

Hecmotpst Ha TO, uTO 3THONOTMYECKUE (DAKTOPBI, MPUBO-
nsmue K pasputruio HMJIK, uzyyeHsl Mano, B OCieIHUE TOAbI
nokaszaHo, yto HMJLX gBnsiercs reHeTu4eCcKu reTeporeHHbIM 3a-
0oneBaHUEM, U OTHO3HAYHO OLIEHUTb, KAKOW M3 MOJIEKYJISIPHBIX
nedeKTOB SIBJISIETCS OTNPEIEIISIONINM IS 9TOM KapAMOMUOTIATUH,
MoKa HEBO3MOXHO. Y nauuneHToB ¢ HMJLK BbIsIBISIIOTCS MyTaLMu
B reHe G4,5 nokyca Xq28, reHe a-nucrpodbpeBuHa, reHe Cypher/
ZASP [12]. HaiineHbl MyTalluM T€HOB, KOAWUPYIOIINX OMOCHHTE3
oenkoB komiiekca LIM domain-binding 3 (LDB3), Lamin A/C.
Benku aToro Komriekca UrpaloT BaXHYIO POJb B OpraHU3allu
LIMTOCKEJIeTa KJIETOK U OMOPUOHATLHOM Pa3BUTUU OpraHoB. [1o-
KazaHa poJib MyTallUii TEHOB, KOAUPYIOIINX OMOCUHTE3 capKo-
MEpPHBIX OeJIKOB, TaKUX KakK -muo3uH (reH MYH), kapauaibHbIi
a-aktuH (reH ACTC), xapauocneuududeckuii TponmoHuH T (reH
TNNT2) [13]. B psine HaydyHBIX TMyOJUKALIMI UMEIOTCS TaHHBIC O
myTtauusx B reHe MYBPC3, KxoTopble 0OOBIYHO BBISIBISIIOTCST TIPU
T'KMII, Ho moryt npucyrcTBoBaTh U y nauueHton ¢ HMJIK.

B nuarnoctuke HMJI2K 13-3a BeIpaskeHHOTO ITOIMMOphr3Ma
€ro KIIMHUYECKUX MPOSIBICHUI BaXKHYIO POJIb UTPAIOT MHCTPYMEH-
TaJbHBIE METONBI MCCIeNOBaHMs, Takue Kak DxoKI, KoHTpacTHas
BEHTPUKYJIOTpadus U JTyd4eBble METOABl — KOMITbIOTEPHAsI TOMO-
rpadus (KT) u MmaruuTHO-pe3oHaHcHast Tomorpadus (MPT). Iu-
arHoctuaeckue Kpurepuu HMJILK, onpenensiembie ripu DxoKT,
OMUCAHbI Pa3HBIMU aBTOPAMU U MPOIOJDKAIOT 00CyXaaTbes. Tak,
T. Chin u coast. [8] npemnoxwmm misa onpeneneHus HMJILK uz-
MepsITh cooTHoIIeHe KommnakTHOTo (C) u HekoMmakTHoro (NC)

Puc. 1. BepxyLeyHas 4-kamepHas nosuuns cepgua. HMIDK
COYETAETCA Y NalmMeHTa ¢ aHomanmei J6LuTenHa
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Puc. 2. BepxyLieyHas 4-kamepHas nosmuns
cepaua. HMJTX, npossnsiowasncs nporpeccupy-
foLLen cepie4HON HeJ0CTaTOYHOCTbIO

muokapaa: C/NC+C<0,5 B konie auactojsl. C. Stollberger u co-
aBT. [ 14] peKOMEHAYIOT UCITOIB30BaTh B ornpeaeaeHrnu HMJILXK 60-
niee 3 TpabeKyJi, BBICTYNAlOMMX B rmosocTs JIK mo HampaBieHuto
OT BEepXYIIKM K MANMWIISIPHBIM MBIIIIAM, BUIMMBIX HA OIHOM
unzobpaxenun cepaua. [lozxe R. Jenni u coaBT. mpemioxuau
[15] Gonee pasBepHyTble auarHoctuueckue kpurepuun HMILK:
cootHotreHrne HekommnakTHOTo (NC) u komnaktHoro (C) cioes,
BBISIBJISIEMOE U3 MMapacTepHAIBbHON MO3ULINK 110 KOPOTKOI OCU B
KoHIle auactonbl — NC/C>2; Haauyue MHOTOYMCICHHBIX Tpa-
0eKys ¢ TITyOOKMMU MEXTPaOeKyISIPHBIMU MTPOCTPAHCTBAMMU, CO-
obuaonmxcs ¢ noaocTbio JIXK; BbisiBIeHME MEXTpaOeKyIsIpHO
TIPEPHIBUCTOCTHU TIPU L[BETOBOM AOMILJIEPOBCKOM UCCIETOBAHUMU.
Ha ocnoBanuu pesynsraroB OxoKI'-uccnenoBanusi B 3aBUCUMO-
CTU OT JIOKAIM3alMd CETMEHTOB C HEKOMITAKTHBIM MUOKApIOM
BBIACHSIOT 3 ocHoBHBIE (opMbl HMJLK: pacnpocTpaHeHHast
(47%); 6okoBast (40%), BepxyuieuHast (13%). CinoxHoCTH, Hepe-
KO CBSI3aHHBIE C HEIOCTATOYHON CTEIEeHbIO BU3YAIM3alUU Y Psina
MAlMEeHTOB, MOTYT OBITh TTPEOIOJIEHBI TIPY TPUMEHEHUY JIyIeBBIX
metonoB — KT u MPT. JIns nmoctanoBku nuardHoza HMJIK mo
naHHbIM MPT uncronb3yloT Takue e TUarHOCTUYECKUe KpUuTe-
puu, xak u ipu IxoKI: Hanuume 2 cnoeB Muokapaa — KOMIaKT-
HOTO U HEKOMITAKTHOTO; COOTHOIIIEHNE HEKOMITAKTHOTO U KOM-
TMaKTHOTO CJIOEB >2.

Cunnpom HMJLK otnnuaercst BbIpaXKeHHOM KIMHUYECKOM
TeTePOTEHHOCThIO M XapaKTepu3yeTcs KaK IJUTENIbHBIM Oec-
CUMNTOMHBIM T€UEHUEM, TaK U Pa3BUTUEM XKU3IHEYTPOKAIOIINX
HapyLIeHW pUTMa U TIPOBOAMMOCTH, TIPOTPECCUPOBAHUEM CEP-
JIEYHOU HEIOCTaTOUHOCTU, PA3BUTHEM CHUHKOIMAIBHBIX COCTOSI-
HUH 1 TPOMOOIMOOINIECKUX OCTIOKHEHUI, BHE3AITHOU cepaey-
Hoit cmepThio (BCC).

Hamu mpoananu3upoBaHbl KIMHUYECKHUE TPOSIBICHUST CUH-
npoma HMJK y 15 B3pocawix nanmentoB ¢ HMJLK (7 myx-
YUH U 8 XEHIIMH B Bo3pacTe oT 23 10 56 JieT; CpeHMii BO3pacT
36,9+12,3 roga), HaGmomaembix B PHITL «Kapaunonorus». dua-
THO3 YCTAaHOBJIEH y BCeX OOJIbHBIX HA OCHOBAHUY OOMICTIPUHSITHIX
Bu3yasnbHbIX DXx0KI-KkputepreB (COOTHOIIEHNE HEKOMIAKTHOTO
U KOMMAKTHOTO CJIOEB MMOKapaa >2, HAIUIUe MeXTpadeKymsip-
HBIX JJAKYH C 3aTeKaHWEM KPOBHU B HUX) U B HEKOTOPBIX CITydasx
noareepxaaicd gaHHbiMM MPT. Bcem nmaumeHTam npoBoansioch
cyrouHoe MmoHuTopupoBanue DKI' mo Xonrepy, y 4 60JIbHBIX UC-
cJIe0BaHbl KOPOHAPHBIE apTepuy (KOpoHapoaHruorpadusi); y oT-
JenbHbIX ManneHToB nposeneHa JIHK-nuarnoctuka. CeMelHbIi
aHaMmHe3, otsroieHHbiii BCC, BbIsiBiieH y 4 00cne10BaHHbIX.

Coueranune cuHapoma HMJIK ¢ BpoxkmeHHBIMU TOpOKa-
MU cepilla AUarHOCTUPOBAHO
y 4 (26,7%) GonbHbBIX: Yy 2 —
JAMIIIT u y 2 — anomanust D0-
mTeitHa (puc. 1); y 3 maimeHToB
BbIsIBJICHO couetaHue HMJLK c
TUMEePTPOOUIECKON KapaMOMHUO-
naTvei. Y ocTaibHbIX AUarHOCTHU-
poBasii uzonupoBaHHbi HMJILXK.

OCHOBHBIMM ~ KJIMHUYECKU-
MU TIPOSIBICHUSIMM CUHAPOMA
HMIJIX y 8 (61,5%) nauuen-
TOB ObUla MpOTpeccUpyroIas
ceplaeyHas HEIOCTaTOYHOCTb C
BBIPaKEHHBIM HapyIIeHUEM CH-
CTOJIMYECKOW U JUACTOJINYECKON
dyHKIIMU, yBEeTUYEeHUEM KOHEU-
HOTO MACTOJIMYECKOTO pa3Mepa
(K P) JIZK, 9To XapakTepHO mis
JKMII (puc. 2).



Mo manueiM  DOxoKI: cpemnmit KJAP JI2K cocraBisin
6,9+0,9 cM, neBoe mpeacepaue — 4,5 ¢M, IpaBblid XKeIyI0UeK —
3,2 cM, ¢dpaxkius Beiopoca (DB) JIK — 32,7%, cpentee masiie-
HHe B JerouyHoit aprepunt — 45,5 mm prt. cT. [Ipn xonTepoBcKoMm
MoHurtopupoBaHuu DKI Hapsmy ¢ dacToil XKemymouKoBOU IKC-
Ttpacucromueit (KD) (okomo 1000/cyT) u nmpodekKaMu HEYCTOM-
4uBOil XemymoukoBoit Taxukapauu (XKT), peructupoBanu MaHu-
dectupyromuii cuaapoM Boabha—IlapkuHcona—Yaiita (WPW)
C YacThIMM MAapOKCU3MaMU CYMPaBEHTPUKYISIPHON TaxuKapauu
¢ mupokumMu Komriekcamu QRS y 2 manmenToB. Pagmouactot-
Hast aomstuus (PYA) aputmoreHHbIX (pokycoB B JI2K okazanmach
ahdekTuBHOM. Cunraercs, 4To nMpuunHoiit WPW-cuHmpoma siB-
JISIeTCSl HapylleHue B Tpoliecce dMOpuoreHe3a (hopMUPOBAHUS
¢Gubpo3HOTO KOMBIIA, MPU ITOM AOMOJTHUTEIbHBIE TTPOBOISIINE
MyTH OOBIYHO JIOKATTU3YIOTCS B TIEPEeTHENIEPETOPOIOTHOI 001acTh
BOKPYT TPUKYCTTUIATBHOTO KJianaHa [4].

Y 2 mauueHTOB Ha TMEPBBIA TUIAH B KJIMHUYECKUX TIPOSIB-
JgeHusix cuHapoma HMIJIK BbicTynanu pasiavyHble apuUTMUU
(B OCHOBHOM KeJTyIOuKOBbIe U hubpusuisiius npencepauii). [pu
OxoKI-uccnenoannu u mo gaHHeIM MPT y Takux mauueHTOB
onpenensyii HMJLK B nepenne6okoBoit oonactu JIZK B couera-
HUU ¢ ero ymepenHoii aunarauveit (KIP JIXK 6,2 cMm) 1 HeGOIb-
M cHkeHuem @B JIXK (mo 51%). PUA ouara aputvuu B JIK
y TakuX TMalMeHTOB oka3anach 3dbdextuBHoi. [lepMaHeHTHYIO
GubpuanmMio npencepaunii ¢ vacroit KO u mapokcusmamu ¢
HeycroituuBoii KT perncrpupoBanu y 1 maumeHTKu, 44 JeT, ¢
HanuuveMm pacnpoctpaHeHHoi 30HbI HMJIK B obsactu cpen-
HUX U BEPXYILIEUYHBIX CETMEHTOB MepenHe6okoBoii cteHku JIK u
CpeIHero cerMeHTa HikHelt ctenku JIK v Hannuuem cucronuye-
ckoit nuchynkumu (OB JIXK 39%). AHTHapUTMUUECKasT Tepamnusi,
BKJTIOUAs aMMOAApOH, ObUTa Hea(h(MEKTUBHOM, B CBSI3U C YeEM BbI-
TOJTHeHa UMIUTaHTauus Kapanoseptepa-aedudpumnsatopa (KJ/).
Takast crtpaTterust Jie4deHUs] C MOTIOJHUTENbHBIM Ha3HAYeHUEM
aMMoiapoHa okaszanach 3P HOeKTUBHOMA.

Y 3 manuentoB cuHapom HMJLXK BbIsIBIeH B coOueTaHMU C
HeobcTpykTuBHOI (popmoii [KMII. [1pu aTOM y Beex MalMeHToB
Hammune 'KMII He BbI3bIBasio coMHeHUs: pu DxoKI BeisBiIe-
HBI acuMMeTpruuHas rurneptpodus M2KII no 18 MM, HeOobIITHE
pasmMepsl monoctu JIK, mepeaHecucronnyeckoe OBUXKEHUE Tie-
penaHei CTBOPKU MUTpPaJIbHOTO KiarnaHa ¢ peryprutauueit 11—I11
CTEeIeHU, coxpaHeHHas cucronmdeckas GyHkums JIZK (PB JIK
64%). Hanuune HMJIK oGHapyxkeHo B obnactu Bepxyiuku JI2K
u oaTeepxkaeHo naHHbIMUA DXoKI' 1 MPT. MHTepecen dakr Ha-
JIMYUST Pa3HBIX BADUAHTOB MIEPBUYHBIX KAPAUOMMOIIATUI B OTHOM
ceMbe. Tak, mpu cekBeHUpoBaHUM 23-TO 2K30HA rena MYH7'y
maiieHToB ¢ ' KMII 6bu1a BeisiBnena myrauus Glu930del y 6para
(29 ner) u cectpnl (18 ner). OOHAPYKEHHBII TEHETUUECKUH Tie-
dexr npencrasnsiet coboii nenennto HykineotunoB GAG, KoTopast
TPUBOAUT K TIOTEpe TyTaMUHOBOU KuCIOThl Glu B mojoxeHUuun
930 mocnenoBaTeIbHOCTHY Oesika. DTa e MyTalus Oblla BhISIBJICHA
y Martepu (52 ner), y kotopoit nuarHoctupoBaHn HMJI2K B o61a-
CTU BEPXYIIKHU. Y YJIEHOB ITOW CeMbU HAOMIONATOCHh Pa3TUIHOE
KIMHUYeCcKoe TeueHue 3a00IeBaHMs: y CeCTpbl M MaTepu — OJa-
TOTMPUSATHOE (COXpaHeHHas cuctonudeckas ¢pynkuus JIZK, peru-
CTPUPOBAINUCH PEAKUE HAIKETyIOYKOBbIE HAPYIIEHWS] PUTMA),
y Opata — aunaTtauusi Kamep cepaia, 0OCTPYKILIMST BHIHOCSIIIETO
tpakTa JI2K u Xu3Heyrpoxaioiiue HapylieHus] putMa, TpeOyro-
mue uMruiantanuu K/,

Boigsnenue npu HMJLK myTaiiunii, OTBETCTBEHHBIX 3a pa3BU-
e TKMIT (B rene), n Hanuuue cunapoma HMJIK y marimeHTOB
¢ TunuyHbiMU Tipu3dHakaMu 'KMIT moryT paccmarpuBaTbhest Kak
coueTaHue 2 KapaUOMMOMATUil 160 Kak MOphodyHKIMOHATb-
HbIA BapuaHT 1posiBiaeHust camoro HMJLK.

BrickaszbiBaetcs npeamnonaoxenue, uro HMJLK ciyxut cBoe-
00pa3HbBIM MPOSIBJIEHUEM MallbaaNTalliy TeHETUYeCKU HeTIOTTHO-
LIEHHOTO MUOKAap/ia Mpy NMepBUYHbIX Kapauomuonartusx [10], yto
CTUPAET IPaHb MEXIY TUMU 32a00JIeBaHUSIMU.

Taxum obpazom, HMJI2K npencrasisier coboii penkyro He-
kinaccuduuupyemyio GhopMmy TMEpPBUYHBIX KApAUOMHUOMATUN U
SIBJISIETCS BECbMa aKTyalIbHOU MPOOIEMOl COBPEMEHHOM KapIuo-
noruu. [1pu moctaHOBKe AMarHo3a 1eecoodpa3Ho UCTIOIb30BaTh
He MeHee 2 MmeronoB uccienoBanus (OxoKI, KT unu MPT) u
HUCKJTIOUUTH IPYTUE BO3MOXHbBIE TMTPUUUHBI MOPAKEHUST MUOKaApP-
na JI2K, mprobpeTeHHbIe, BpOXIeHHbIE TTOPOKU, IPYTUE KapArO-
muonaruu. Knunnueckas kapruna HMJIK kpaitHe rereporeHHa,
noatomy DxoKI-xputepuu, a Takke TaHHbIE COBPEMEHHBIX Me-
TOIOB MCCIIEOBAHUS SIBJISTIOTCSI OTIPEAETISIIONIMMU B TIOCTAHOBKE
NAHHOTO IMAarHO3a.
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Left ventricular noncompaction (LVNC) is rare form of genetically heterogeneous
primary cardiomyopathy. The diagnosis, clinical manifestations, and treatment of
LVNC are discussed.
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