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Non-compaction of the left ventricular myocardium: modern aspects, diagnosis
V.D. Syvolap, D.A. Lashkul, M. Yu. Grigorieva, M.A. Fedorenko, Zh.E. Sapronova, E. A. Goydenko

This review provides information about the new form of cardiomyopathy — left ventricular noncompaction. Information on etiology,
pathogenesis, clinical presentation, diagnostic criteria and management tactics were summarized.
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HeKOMnaKTHLIﬁ MHOKap[l JIEBOTO JKeIymZouka (M30-
JMPOBaHHAS HEKOMIIAKTHOCTH JIEBOTO JKEITyHOUKa,
«rybuaras» xapauomuonarus (KMII), runeprpabexymsp-
HOCTP JIEBOTO JKEIyI04Ka) — peaKas popma BPOXKICHHOI
KapJMOMHOIIAaTHH, KOTOpasi BCTPEYAETCsI KaK y B3POCIBIX,
Tak Uy fered. HekoMnakTHbIH MUOKap.L JIEBOTO KEIyJ0UKa
(HMJIXK) — xapauoMuomnaTisi, KOTopasi XapaKkTepu3yeTcs
Ype3MepHOH TPabeKyIIPHOCTHIO ¢ 00pa30BaHIEM IITyOOKHX
MEXTPaOEKyIIPHBIX IPOCTPAHCTB. MHOKECTBEHHBIE Tpa-
Oexynsl (QOPMHUPYIOT IIMPOKHA HEKOMIAKTHBIA T'yOYaThIi
CJIOH ceplieuHOM MBILILIBI, B TO BPEMSI KaK CJIOW OMHOPOIHOIO
MHOKap/a, CIIOCOOHOTO K COKPAIIEHHUIO, OCTAETCSI TOHKUM
[19,20,32].

ITeprie ymomuaanus o HMJIK otHocsarcs x 1932 r,
xorzaa S. Bellet mpu ayToncim HOBOPOXKIEHHOTO C arpe3neit
A0OpTHI U KOPOHAPHO-XKEIYJOYKOBOH (DHCTYION BBHIABUI
ry0uaryro cTpykrypy muokapzaa [19]. Tombko B 1990-x
rofax CTaJH TOSIBISITECS IEPBBIE 3apyOeKHbIE PabOTHI MO
HU3Y4EHHUIO 3TOH narosoruu cepaua. ITpu atom, MakcumMab-
HO€ KOJIMYECTBO HCCIEIYEMbIX B TEUEHHE roja OONBHBIX
He mpeBsimaio 6—10 gemosek [6,31]. HexoTopsie aBTOpEI
BBIACTISIOT W30IupoBaHHyo Gopmy HMJIDK u Hemzomu-
POBaHHYIO B COUETAHUHU C Pa3IM4YHON MATOJIOTHEN cepaua
U HEHPOMBIIICUYHBEIMH 3a001eBaHUSAMU: 1) BpOKICHHEIE
TIOPOKH cepa — Ae(eKT MEeXIPeAcepaHON MEPETOPOIKH,
IeeKT MeXOKeTyIOYKOBOH EPErOPOAKH, CTEHO3 JISTOYHOI
aprepui [15]; 2) HefipoMBbInIedHAas TATOIOTHS — METabOITH-
yeckas muonatus [31,38], curapom Barth [25,26], cuaapom

Ohtahara [28], cuaapom Roifman [13], cuanpom Melnick-
Needles [3], curapom Noonan [4], Mpimednas quctpodus
Becker [11], mprmmeunas guctpodust Emery-Dreifus [14].

Buepsrie HMJIXK BHeceH B kiacCHpUKAIINIO KapAHO-
MHUONATUi 3KcrepTaMu BeceMupHON opraHuzanuu 31paBo-
oxpa”enus B 1995 rony xak Hexnmaccudumupyemas KMII
[22]. BxitoueHne CHHIpOMa HEKOMITAKTHOCTH MHOKapaa
B 3Ty KaTErOpHIO OTPaXkaeT OTCYTCTBHE AOCTATOYHOIO
MIPEACTaBICHNUS, B MEPBYIO OYEpeab, 00 ITHOJIOTHHU U
naToreHese 3a00JeBaHUS M HEJOCTATOYHYIO YETKOCTh
g depeHnrarsHO-THarHOCTHIECKUX KpuTepueB. B mocite-
nyrowmue rogel Mecro HMJDK B ctpykrype KMII Mmensnocs.
B xnaccupukannm AMEpUKaHCKOW acCOLMALHU cepira
HMJDK otHOcutcs k nepBudHbIM reHetudeckum KMII
[8]. K aT0i1 rpymie 3aboneBanuii Takxke otHocsTea JJKMIT
u 'KMII, kotopsie, B otnuuue ot HMJDK, Ha ceronus
n3ydeHsl Oonee monHo. EBpomnelickoe o0mecTBo Kapawo-
soroB Beigenmwio HMJDK B otnensHBIN QeHOTHITHYECKAT
Kiacc — Heknmaccudunupyemyio KMII, B 3aBucuMocta oT
MOP(OJIOTHYECKUX U (PyHKIMOHAIBHBIX U3MEHEHUH MHO-
kapna neBoro xemynouka (JDK) [5].

B ocHOBE KJIMHUYECKUX MPOSBICHUNA KapAMOMUONATUH,
KaK ¥ MHOTHX JIpyTHX CEPIICUHO-COCYINCTHIX 3a00IeBaHNmi,
JIeKaT CepAedHasl HeJOCTaTOYHOCTh, HAPYIICHUS! PUTMA U
MIPOBOIMMOCTH, TPOMOOIMOOINIECKIE OCIIOKHEHUS B TOM
WM MHOW CTETICHH BBIPAXXEHHOCTH. CXOXKasi KIMHIYECKast
KapTrHa 3a00J1eBaHUs HAOMIOOACTCs M IPU TAKOW PEAKOH 1
MaJION3y4eHHOH (hopMe KapANOMHOIIATHH, KaK HEKOMITAKT-
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HBIH MHOKapJ] JIeBoro >kemynouka [7,21]. B To sxe Bpems,
BOIIPOCHI €T0 JIMAarHOCTUKU HEOJHO3HAYHBI, TOCKOJIBKY
OCHOBHOM oTnnuurtensHblil npusHak HMJDK — nanuuue
MHOXKECTBA TpaOeKysl ¢ 00pa3oBaHUEM MEXy HUMH IIy-
OOKHMX MEXTpaOeKyJIsIpHBIX MPOCTPAHCTB, BHICTIIAHHBIX
H3HYTPHU JHJOKAPJIOM U COOOINAIOIINUXCS C TMOJOCTHIO
JIX [20], — 3T0 Masiou3BeCTHOE MPOSIBIICHHE 3a00JICBAHUS
U TOXTOMY IIPEJACTABISIET ONpEAC/ICHHbIE TPYJAHOCTH B
TpakToOBKe. B cloxuBILeiics COBpeMEHHOH CUTYallH 0CO-
OyI0 aKTyaJIbHOCTh MPUOOPETACT U3YUCHUE U HAKOIUICHHE
MIPAaKTHYECKOTO OIBITa B JUATHOCTHKE M Pacro3HaBaHUU
HMJIX .

OMOpuoaorus

Mexanusmsl, kotopsle npuBogsaT kK HMJIDK, HesicHbl, HO
LIMPOKO O0CYXXJaeTcs, YTO OCHOBHBbIE MOp(oreHeTnye-
CKUE aHOMAJIUU 3aKIIOUalTCs B 3a7epKKe HOPMAJIBHOTO
YIUIOTHEHHS CETU MHOKapHAIbHBIX BOJIOKOH B 3apPOJBILIE.
B nepuoxn panHero sMOpHOHAJIBHOTO PAa3BUTHS MHUOKApI
TIPE/ICTABIISIET COOOI CeTh IeperyIeTeHHBIX BOJIOKOH, pa3Jie-
JIEHHBIX MIUPOKUMH IPOCTPAHCTBAMU, KOTOPBIE CBA3BIBAIOT
€ro ¢ MOJIOCTHIO JIEBOTO XKelynouka. B nepuon mexnay 5-i
u 8-ii Hezenel SMOPHOHAIBHOTO Pa3sBUTHS MPOUCXOAUT
MIOCTENEHHOE YIUIOTHEHUE 3THX BOJIOKOH U CYXEHUE MEXK-
TpabeKyISIpHBIX MPOCTPAHCTB, MK cuHycoun. [Ipouecc
YILUIOTHEHHS PACHPOCTPAHSIETCA OT 3MHU- K SHAOKApAy U OT
OCHOBaHUS cepaua K Bepxyike [15,16]. B ator ke nepuon
(dopmupyeTcst KOpOHApHOE KPOBOOOpaIIeHHEe, MEXTpa-
OeKyJsIpHBIE IPOCTPAHCTBA YMEHBIIAIOTCS 0 Pa3MEpoB
KanuuiapHbIX cocynoB [16]. Takum o6pazom, HMJIDK
TIPE/ICTABIISIET COOOH MEPCHCTEHIMIO HECKOIBKUX TPaOeKyIl
B MHUOKapje kenyaouka (6onee 3 Tpabexyin) ¢ IyOOKHMHU
MEXTpPaOeKyJIIpHBIMU TIPOCTPAHCTBAMH B pe3yJbTare 3a-
JICP’KKHU YIIOTHEHHUS CTEHKU 0€3 BUIMMOW MPUYHMHBI WK B
accouuanuy ¢ IpyruMuy Iopokamu cepaua (puc. 1).

'.,_f ¥ . . i;‘ﬂ .\T .f.
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Puc. 1. T'ucronoruueckuii npenapar Bepxyuku JOK nanuenta ¢
HMJDK. YonoTHeHHbIH (HOpMabHBII) BHEITHAN CIIOH H HEKOM-
MAKTHBINA BHYTPEHHUII ci1oif Muokapaa (agantupoBaHo u3 [9]).

I'enernka

B Hacrosmee BpeMsi HET CUCTEMAaTU3UPOBAHHBIX JaHHBIX
OTHOCUTEJIBHO HACJIEJCTBEHHONW MPEApacHolOoKEeHHOCTU
HMUJDK. U3BectHb! Kak criopagumyeckue dpopmsl HMIDK,
TaK ¥ ceMelHble ciaydau 3aboneBanus. [lepBreie coole-
Hus 0 HMJDK nosBumuch B J€TCKON NMPAaKTUKE, IPU ITOM
cemeiiHas popma ormedeHa B 40—-50% ciydaeB. Y B3poCibIX
cemetinas popma HMJDK Berpewaercst B 18% ciryaaes [15].

B psine HayuHbIX myOnukanuii [24,26,29] onuceIBaroTCS U3-
MCHCHHS B TCHOTHIIE OOJBHBIX ¢ ceMeitHol popmoit HMJTK,
OJIHAaKO T'€HBI, OTBETCTBEHHBIE 32 CHIOPaAN4YecKue (POPMBI,
emie Mano u3ydensl [12]. B Hacrosiee Bpemst U3BECTHBI 2
TUIA HACJIEIOBAHUS: ayTOCOMHO-PELIECCUBHBIN [7] U clie-
IJICHHEIA C MOJIOM, COCTaBsromuii 10 44% wnabmoaeHuii
[10]. [Tocnenuue uccnenoanus [6,14] CBUAETENbCTBYIOT O
Hajauuuu MyTanuii B reve G 4,5, pacrnoioxeHHOM B JIOKyce
Xq28 xak npu uzonuposanHoM HMJDK, Tak u pu codera-
HHH €T0 C IPYTHMH BPOXKICHHBIMU aHoMasnsiMu. [1ogo6HbIe
MYTallil BCTPEYAIOTCsl TaKke nmpu cuHiapome Barth [1],
X-cueruienHolt kapauomuonatuu [34,37], X-cremnieHHoM
sHIOKapauanbHOM pudposnacrose [33]. [Ipu Henszomupo-
BanHOM HMJIK omicanbl MyTaruu B reHe a-1ucTpoOpeBHH
n Cepher/ZASP, xoTopbie SIBISIOTCSI HEOTHEMIIEMOH YaCThIO
KOMIIJIEKCA, CBSI3BIBAIOIIET0 SKCTPALISIUTIONAPHYIO MaTPHUILY
MHUOKapAHaIbHBIX KJIETOK C HUTOCKenaeToM [23,26]. Bri-
CKa3bIBAIOTCS NMpennoiaokeHus [24,35] 0 BO3MOXKHOH poiu
Kapauocrenudrueckoro resa CSX u AucTanbHON YacTH
xpomocoMbl 5q B pazeutud HMJDK. B onrcanHbIX cinydasx
cpenumii Bo3pact 6ombHbIX ¢ HMJTXK cocrarnsun 7 ner (ot 11
Mec. 10 22 nieT). B nocnennue rojs! Bee yaiie MOXKHO BCTpe-
tuTh myonukanuun o HMJIXK y B3pocnsix [15,16,17,32].
[To maHHBIM caMOro OOJNBLIOTO PETPOCHEKTUBHOTO JIIH-
JIEMUOJIOTHYECKOTO HccuenoBaHus [21], mpoBeaeHHOTO
Cpeu B3pOCiIoi MOMyJIsIluY, pacpocTpaneHHocTs HMJDK
cocrasuna 0,014%. M3BecTtHO, uTOo y My))xunH HMJDK
BCTPEYAETCs dallle, YeM y JKEHIIUH, COCTaBsAsi oT 56 1o
82% Bcex ciyuaes 3abonesanus [9,16,36]. Huskoe uncio
COOOIIEHHBIX CITy4aeB CBSI3aHO C OTCYTCTBHEM OOJBIIUX
MOMYJISIIIMOHHBIX HCCIEJOBaHUM HaceleHHUs.

Kauandeckue nposiBJIeHUsA

Knunnueckue acnextst HMJIK emnie He mosHOCTBIO
OTIPEJICIICHEI, T. K. OHU HE SIBJISIFOTCS CHENU(DUICCKUMHU
JUTSL TAaHHOW KapIMOMHOIIATHH, U KpallHe HEIOCTOSHHEI.
3aboneBaHue UTMTEIBHOE BPEeMsl MOXKET MPOTEKaTh Oec-
cumnroMHo, HMJDK BriepBbI€ BBISBIAETCS IPU PyTUHHBIX
UCCJIEIOBAHUIX KaK «ciydaiiHas Haxonka». OJHaKo yarie
BCEro OCHOBHBIMH KJIINHUYECKUMH MPOSBICHUSIMH JaHHOM
MATOJIOTHH CIYXAaT cepAecdHas HemocTarouHocTh (73%),
xkenmynoukoBele aputmun (40%), sm6onus (33%) — cu-
cTeMHas WM Jeroysas [15, 16, 27]. Ilporpeccupyrommas
cepAeYHast HeAOCTaTOUYHOCTH SIBIISIETCS OAHUM M3 OCHOBHBIX
MIPU3HAKOB JaHHOTO 3a0oneBanus. st OompHBIX ¢ HMJIK
XapaKTEePHO HAPYIICHUE CUCTOIUYCCKOM U THACTOINICCKOM
(hyHKIUU JICBOTO JKenmynouka. Jluactonudyeckas quchyHK-
U JIEBOTO JKEIYI0YKa XapaKTepU3yeTCs HapyIIeHHEM
MPOIIECCOB pacclablieHusi W 3alOHEHUS B pe3yjIbTare
HAJIMYUS TaTOJIOTHIECKOH TPabeKyIIPHOCTH JIEBOTO JKe-
mynouka [18]. IIpuunHBI cHCcTONMYECKON TUCHYHKITNI
MeHee M3y4YeHBI, OfHaKo cuuTaercs [17], yTo omHuUM U3
BO3MO)KHBIX MEXaHH3MOB BOSHHKHOBCHHS CHCTOINIECKOM
TUCOYHKINH SBISETCS XPOHHYECKAsi MIIEeMHsT MHUOKap/a,
00ycCIIOBIEHHAsT HapyIICHHEM KOPOHAPHON MHUKPOIHPKY-
nsd. Pa3znuyHple HapYIIeHUs CEpACIHOTO PUTMA | TIPO-
BOTUMOCTH BCTPEUAIOTCS MPAKTHYECKH Y BCEX OONBHBIX C
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HMJDK. Cpenu HEX mepBO€ MECTO M0 YaCTOTE 3aHHUMAIOT

JKETYIOYKOBEIe apuUTMUN. PUOPMILIIINS MIpeacepaAnii oT-

Mmeuaetcst y 25% OonbHbIX [16,21], mapokcu3ManbHas Hin

MOCTOSTHHAS (DOPMBI KEITyTOUKOBOH Taxukapmuu —y 47%

[18]. DnekTpohnU3nOIOTHIESCKHI MEXaHU3M BO3HUKHOBE-

HUS apUTMUN OKOHYATEJIFHO HE BBIICHEH, HO, BOZMOXHO,

CXOJICH C TAKOBBIM IIPU aPUTMOTCHHOHN JHCIUIA3UH TIPABOTO

xemymouka [30]. E. Oechslin npu uccnenoBanmu 601bHBIX C

HMUJDXK y 94% obnapy>xun natonornueckyto IKI, u3 HUX y

56% OOJILHBIX 3apETUCTPUPOBAHBI PA3IMYHbIC HAPYIICHHUS

BHYTPIDKEITYIOYKOBOH mpoBoguMocTH [21]. OmHako srmek-

TpoKapauorpaguyeckue CUMIITOMbI 3a001€BaHHsT MHOTO-

oOpas3usl u Manocnernupuaael. s 6ompabIx ¢ HMJIDK

XapakTepHbI cieyromye n3Menenus Ha OKI': oTkiioneHue

NEKTPUIECKON OCH CepAla BIEBO, MPHU3HAKU THIEPTPO-

(1K MUOKap/ia JIEBOTO JKEy/I04Ka, aTPUOBEHTPHUKYJISIPHAs

Omokaza pa3HON CTENeHH, N3MEHEHHS KOHEYHOW JacTH

JKETy0UKOBOTO KOMILJIEKCa, JKEJIyI0YKOBas 3KCTPACUCTO-

nusi, O10Ka/a IeBoi HOXKKH Imydka [ uca, cuaapom Boibda-

[MapxuHcona-Yaiita, GuOpHILIIALMS IPEACEPANH U IpyTHe

aputMud [2,6,15]. MexaHI3M HapyIIeHUS BHY TPIDKEITYI0Y-

KOBOI mpoBoanMocTH y 60bHEIX ¢ HMJIK okoHuarensHO

HE yCTaHOBJICH. P41 aBTOPOB IM0J1aratoT, 9T0 MPUINHON KaK

TIOJTHOW aTPHOBEHTPHUKYISIPHOHN OJIOKaabl, Tak M OIOKa bl

JIeBOIl HOXKKHM ITydka ['mca sBisercda nmporpeccupoBaHue

sHOKapauansHoro ¢pudposa npu HMJIXK, a mockombky

9TH U3MEHEHHUS Pa3BUBAIOTCS MOCTEIEHHO, HaPYIICHUS

TIPOBOMMOCTH YaIlle HaOI0IAI0TCS y B3POCIBIX OOIBHBIX

[27]. UccnenoBanus F. Ichida moka3anu, 9to CHHIApPOM

Bonbda-IlapknHcona-Yaiita (mpeuMyliecTBeHHO TN B)

pu HMJIK 3HauuTenbpHO yare BcTpedaeTcs y IeTeH, ueM y

B3pocibIX [16,27]. IlpuanHON JaHHOTO CHHAPOMA SIBIISETCS

HapyeHue GopMUpoBaHs GUOPO3HOTO KOMIBIIA B IIpOIIEcce

9sMOpHOreHes3a, IpH 3TOM JIOTIOJHHUTENBHBIE TPOBOASIINE

MyTH y ATUX OONBHBIX OOBIYHO JIOKAIHM3YIOTCS CyOImu-

KapIuaabHO B MEPETHEIICPETOPOAOIHOI 00IacTH BOKPYT

TpUKycCHHJanbHOro kianasa [36]. [IpuauHOM cUCTEMHBIX

1 Jtero4HbIx amoomuid mpu HMJDK varue Bcero ciryxut ¢u-

OpMILTSIINS TIPEACEPIHiA C TOCTIeYIONTIM (popMIpOBaHUEM

TpoM003a B 001aCTH MEKTPAOCKYIIIPHBIX IPOCTPAHCTB, TIIE

CKOPOCTH KPOBOTOKA 3HAYUTENBHO CHIDKeHa [15,21].
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