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HEKOMITAKTHASA KAPAUOMMUOIIATHUA JIEBOI'O KEJY JOYKA

Annomayusn: Hexomnakmuas kapouomuonamus ieeo2o Hceiyo0ouka— peoKoe
cEMEPOCEHHOE 3a60ﬂeeaHue, 6 OCHOB8€ KOomopoco .Jjeacum 06yCJZOZZHO€ Cmpoerue
Muoxapoa. Jlannas hopma kapouomMuonamuu ocmaenmcs Maiou38eCmHol WupoKomy
Kpy2y KIUHUYUCTO8, HECMOMPS HA HAaudue pabom 6 3apyoedicHoll u ome4ecmeeHHOll
aumepamype.

Knroueevie cnoea: nexomnaxkmuas Kap()I/lOMMOI/lClmu}l ne6020 omeﬂydotma,
KapduOMuonamuu.

Abstract: Uncompact left ventricular cardiomyopathy is a rare heterogeneous
disease, which is based on the bilayer structure of the myocardium. This form of
cardiomyopathy remains little known to a wide range of clinicians, despite the
availability of works in foreign and domestic literature.

Key words: noncompact cardiomyopathy of the left ventricle, cardiomyopathy.

BBenenne

Hexommakthass kapaumomuonatus (HK) — Bpoxnennoe 3aboneBanue, s
KOTOPOTO XapaKTepHa BbIpaKEHHas! TPAOEKYJISIPHOCTh MUOKap/ia JIEBOTO KEIyJouKa.
B xnaccudukanun EBponeiickoro o61ecTBa KapAMOI0roB 3a00JieBaHUE BKIIOUEHO B

TpyNIy HEKIaCCUPUITUPYEMBIX KapIHOMUOTIATHH.
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[TepBoe coobmenne o HK mosiBunocs B mmreparype B 1986 rogy. B 1998
JAHHYIO TATOJIOTHIO BIEpPBBIE ONMMCAIU B Hamield crpaHe. [1lo JaHHBIM pa3iHuHBIX
aBTOpoB pacnpoctpaneHHocTs HK Bapeupyet ot 0,05 mo 0,24 % [1].

B ocnoBe HK nexur nBycnoitHoe ctpoeHrne Muokapaa. OauH ciaoil mpu 3ToM
0o0pa3oBaH KOMMAaKTHBIM MHOKApPJOM, JpYroil 3Ke CJIOH MpeAcTaBiseT coOoi
ry04aTyio CTpyKTypy CO MHOKECTBOM TpPaOeKysl U MEKXTPaOeKyISIPHBIX KapMaHOB,
KOTOPBIE COOONIAIOTCS C MOJIOCTHIO JIEBOTO xenynouka (JIK).

[laTorenes u sTuosOrUs 3a00J€BaHUs JI0 KOHIIA HE U3YYCHBL. YUEHBIC
mpenjaraloT HECKOJIbKO TOYEK 3pEHHUs Ha mporecc (GOpMUPOBAHHS HEKOMIAKTHON
KapJUMUONaTUH: HapylIeHUE Mpolecca 3MOpUOTreHe3a W pa3BUTHE 3a00JIeBaHUs
HEIOCPEJICTBEHHO B IMPOIIECCE KU3HU. V3HayanbHO MHOKap] MPEACTABISIET COOOM
HEIJIOTHO CBS3aHHYIO COOOMl  CEeTh MEpEeryIEeTEHHBIX MEXAy COOO0H BOJIOKOH,
pa3JesieHHbIX TITyOOKMMHU KapMaHamu, coobuiaromumucs ¢ nosoctsio JOK. B nepuon
c 5-i mo 8-10 HeAemo 3MOPHUOHANIBHOTO PA3BUTHUS 3TAa PbIXJAs CETh BOJOKOH
MOCTETICHHO CTAHOBUTCSI KOMIAKTHOM [2]. TOYHBIH TpHUITEp 3TOTO SBJICHUS IO CHX TIOD
HEU3BECTEH, HO CUUTAETCS, YTO OHO MPOUCXOAUT Onarojaps BkiatoueHuro VEGF
(bakTOop pocTa HSHAOTENUS COCYIOB) M aHruonodTMHa .  (OCTaHOBKAa 3TOTO
HOPMAJILHOTO 3HIOMHUOKapAuaibHOro Mopdorenesa ciayxut npuunHoi HK. Ona
MOXET OBITh CBSI3aHA C APYTMMHU BPOXACHHBIMH MOPOKAMH CEpAlla U aHOMAJIUAMHU
KOpoHapHBIX aptepuit [3]. JIeBblil xKemyq0ueK OpakeH PAaBHOMEPHO, B TO BpeMsI Kak
NOpaKEHUE NIPABOr0 JKEIyN0YKa 3apErMCTPUPOBAHO MEHEE YEM Yy II0JOBUHBI
MalKEHTOB.

b onucansl Takxe u cemeitabie popmbl HK. Cemeitnas hopma 3aboneBanus,
BKJIFOYaeT B ceOst myTanuu B rene G4.5 Ha X028 u B cnenuduyHoM 71 cep/lia TeHe
CSX . U3-3a Takoi TSXKeNoi TeHeTUIECKON CBSI3U y POJICTBEHHHUKOB MEPBOM CTEIIEHU
PEKOMEH/yeTCSl CKPUHUHT M TeHETHYECKOEe KOHCYJIbTHpOBaHue [4].

Cnopannueckue ¢opmbsl HK Moryt ObiTh mpuoOperennbiMu. [lokazaHo, yuTo
YBEJIMYEHUE TPAOCKYyISIPHOTO CJOSI MHOKapAa MOXKET OBITh MpPH TOBBIIIEHHOM
Harpy3K€ Ha JIEBBIM JKEIyJIO04YeK cepAua. OJTO BCTPEYAETCS Yy WHTEHCHBHO

TPEHUPYIOLIUXCS aTJIETOB, TPU OEPEMEHHOCTH U CEPIIOBUIHO KIETOYHOU aHeMuH [5].

«Hay4Ho-npakTu4eckum anekTpoHHbIN XXypHan Annea Hayku» Ne6(45) 2020
Alley-science.ru



IMaTodusuonorus

N30bITOuHAs TpabEeKyIIPHOCTh, HEKOMIAKTHBI MHOKap]l JIEBOTO KEIyJ0uKa
MOTYT KIMHUYECKH MPOSIBIATHCS PA3TUYHBIMU MYTSIMHU, BKIIOYash CIIy4yalHO
BBISIBJICHUE JaHHOW OCOOEHHOCTH Y JIMI] O€3 CUMITOMOB, SIBHYIO KapJAHOMUOIATHUIO
C CEepIAEYHOU HEJOCTATOYHOCTHIO, HAPYIIEHUEM MPOBOJUMOCTH, TaXUAPUTMHEM.

3acToiiHas cepaedHas HeAoCcTaTouHOCTh B ycnoBusix HK Moxxer mposBisThes
KaK cepAeYHas HEeJOCTaTOYHOCTh C yMEHBIIEHHOW (pakuueir BbiOpoca U
CUCTONMYECKON MUChYHKIMENH, TaK U CepJieuHasl HeJI0CTaTOYHOCTh C COXPAHEHHOU
dpakuuelr BbIOpoca U AuacToaudeckol nuchynkiueit. Tpabekynsaiuuu yMEHbIIAIOT
MOJATIMBOCTh  JKEIYJOYKOB,  CIOCOOCTBYSl ~ JUACTOJMYECKOW  JUCQYHKIUH,
XapaKTEPU3YIOIICICs aHOMaJIbHBIM Paccia0IeHUEM U OTPaHUYHUTEIbHBIM XapaKTepoM
HamoJIHEHUsT OT Tpabekyln, BbicTynatoumx B mpocBer JIK [6]. HK wame
aCCOIMUPYETCSI CO CHMXKEHHOU (pakiiuell BHIOpOCa M BBIPAXKEHHOW CUCTOJIMYECKOM
TUC(YHKITUCH.

['uneprpabexynsanus 1 HK 00bIdHO CBSI3aHBI ¢ HAPYUICHUSIMUA TTPOBOJUMOCTH
n TaxuaputMmue. [IpaBuiabHOE SMOPUOHANIBHOE PAa3BUTUE CUCTEMBI KEITYTOYKOBOM
IPOBOJAMMOCTH, o0coOeHHO cetu His-Purkinge, oTBeTcTBeHHON 3a OBICTPYIO
CKOOPJIMHUPOBAHHYIO JETOJSPU3ALIUIO JKETYT0YKOBBIX KapIMOMHUOLIMTOB, HAIIPSMYIO
CBA3aHO C TNPABWIbHBIM HMOpPUOHAIBHBIM CO3PEBAHUEM U PEMOICIMPOBAHUEM
KETYJJOUKOBBIX TpaOeKys U YIJIOTHEHHHEM MHuokapaa [7].

Hapymenus npoBogumoctu, Habro1aeMble pu 3aekTpokapanorpaduu (OKI),
BbIsiBIIeHBI Oonee yem y 80% mamumentoB ¢ HK, npu »stom Haubonee
paclpoOCTPaHEHHBIMUA TPU3HAKAMHU SIBIIIIOTCA  3a/IEp’KKa BHYTPHKEITYTOYKOBOM
MPOBOJIMMOCTH, BKJOYasi OJIOKaay JeBOM UM MpaBod HOXKM myuyka ['uca,
aTPUOBEHTUPKYJISAPHYIO Osokany, HapylIeHUs penonsipu3auu u
ANeKTpoKapanorpaduueckie npu3Haku runepTpoduu JeBOro Kemya0uKa.

HauGonee yacTeiMu HapymeHUSIMH periossipu3aiuu, Habmonaembpimu ipu HK,
SIBJISIFOTCSI PAHHSSI PETIOJISIPU3AINS C PACTIPOCTPAHEHHOCThIO MPpuOIM3uTeNnbHO 40% 1

ymuHenue QTc, ormedenHoe Oonee yeM y 50% maruentoB [8]. OCHOBHBIM
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KIIMHAYECKUM HCXOAO0M, CBsi3aHHbIM c HK, sBustoTcs TpomMOoIMOomIecKue
OCJIOYKHEHHS.

JInarnocruka

B HacTosiiiee Bpems «30J0TbIM cTaHaapTom» nuarHoctuku HK ocraercst 9xo
KI'.  XapaktepHbiMu 3XxoKapauorpaguueckuMu OCOOECHHOCTSIMU  3a00JIeBaHUS
SBJISIFOTCSL - TOJICTBIA JABYXCJIOWHBIA MHMOKApJ, COCTOSAIIMN W3 HEKOMIIAKTHOIO H
KOMITAKTHOTO CJIOEB, BBIP@KEHHBIE TPAaOCKYyJIbl M TIYOOKHE MEXTPaOCKyJsIpHBIC
BBIEMKH, KAPMAaHBbI.

Huarnoctuueckumu kputepusmu ainss HK  sBnsercs otnomenue X /'Y <0,5,
rae X - 3TO pacCTOsIHUE, U3MEPEHHOE OT 3MHKap/Aa O BEPXYIIKU TpaOekynbl, a Y -
paccTosiHUE, M3MEPEHHOE OT 3MNHUKapAa 0 OCHOBaHUS TpaOeKyilbl. DTOT METOZ,
NepBOHAYalbHO TpemioxkeHHbld Chin  u Ap., oleHuUBaeT pa3Mep TpabeKyn B
3aBUCUMOCTH OT TOJIIIMHBI YINIOTHEHHOW CTEHKHU Ha Pa3HbIX dXOKapaAuorpapuueckux
YPOBHSX JIEBOTO JKEIyJ0UKa B KOHIIE JUACTOJIBI [9)].

JpyruMu MeTogaMu BU3yalau3alui, KOTOPbIE BCE YAlIE UCIIOJIB3YIOTCS B HAIIIU
JTHU JJIs TUATHOCTUKH, SIBJISIOTCS KOMIIBIOTEpHAsh TOMOrpadusi WM MarHUTHO-
pe3oHaHcHas Tomorpadgus (MPT) cepana. OCHOBHBIMH KPUTEPUSIMH IPH
nuarHoctuke HK ~ meromom MPT ABISAIOTCS OTHOIIEHHE HEYIUIOTHEHHOIO K
YVIUIOTHEHHOMY MHOKapy Oonee 2,3 u TpabexyinsapHas Macca 6osee 20% .

Jleuenue

JledeHre mManueHToB ¢ CUMITOMAaMU 3aCTOMHOM CEPACYHOW HEIOCTATOYHOCTH
BEIETCS C TMOMOIIBIO CEpPACYHBIX TJIMKO3UAOB, JUYPETHUKOB, WHTUOUTOPOB
aHTHMOTEH3MHIPEBpaIaoiero GpepmMenTa, 0era-6moxkaropoB. HekoTopbie manueHTsI
noABepraroTcss  mnepecaake cepaua. IlanpeHTaM €O «3J0KaY€CTBEHHBIMU
HapYIICHUSIMHA PUTMA MTOKa3aHa UMILIAHTALUsS KapauoBepTepa-aedudpmuistopa [10].
CHmwxkenne ¢Gpakuuu BBIOpOCa JIEBOTO JKEIyAO04Yka, TpoMOO3 TMOJOCTEH cepala,
bulOpuIIsIIUs  OpeacepInii, 3MU30JbI TPOMOOIMOOIUNM B aHAMHE3€ SBJISIIOTCS

IIOKa3aHUusAMMU AJIs1 HHHT@HBHOﬁ aHTHKanYHHHTHOﬁ TCpaIinm.
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