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uma Muokapaa, cepaevyHada HeAOCTATOYHOCTDL.

BbInonHss yneTpassByKkoBble UCCNeqoBaHus y ae-
TeN ¢ KapAnanbHOM naTtonorven, Mbl obpallanu BHU-
MaHWe Ha COCTosiHMe Muokapaa. Y psaga naunmeHToB
Hamu oBHapyXeHbl XxapaKTepHble axokapauorpaduyec-
Kve Npu3HaKn HEKOMMaKTHOCTU MUOKapga OgHOro 13
Xenyao4vkoB. HeKoMNakTHOCTb, UK HEeYMMOTHEHWE, M-
okapaa npegcraenseT cobon pegkuin BU4 Kapanomm-
onaTuu, XxapakTepusyoLencs npucyTcTBUEM MHOTO-
YUCTNEHHBIX, YPE3MEPHO BbIPAXEHHbIX Tpabekyn u
Hanuumem rnyoeoknx MexTpabeKynsapHbIX NepepbIBOoB,
KOTOpble COOBLLA0TCS C MONOCTBLIO NEBOro Xenyaoyka
(IMK). BTOT heHoMeH anarHoCTUpyeTC METOAOM 3XO-
kapguorpadum (OxoKI'). Yactota gaHHOM kapanarnb-
HOW aHOMar MM TOYHO He U3BECTHA, NO JaHHbIM pas-
HbIX aBTOpPOB, OHa cocTaBnseT He 6onee 0,05% vy
B3pocnbIx [13].

A. Nava un ero konneru (1988) coobLiatoT 0 nep-
BOM ONUcaHnn HekoMnakTHoro muokapga JIXK ewe B
1926 r. OgHako nHTepec K 3Ton naTonorum Habnoga-
eTcs ¢ koHua 1980-x rr. B 1995 r. onncaHbl aHrmo- u
axokapauorpauyeckne xapakTepnucTmkm Kak nepsbin
Liar B M3y4eHun 1 ngeHTudukauum guarHosa HoBom
6onesHn. B npownom gecatuneTnm HeKOMNakTHbIN
mMuokapg, JTK paccmatpuBancs kak ocobasi oopma kap-
AVOMMONaTUK C OTANYUTENBHON OCHOBHOWM NPUYMHOM
nnporHosom [1].

B 1995 rogy HekoMnakTHbIN Myrokapa, Obin BKItO-
YeH B Kraccudukaumo kapgmomuonaTtnii BO3, oTHe-
CEH K KaTeropum «HeknaccuuumpyemMblx kKapanomm-
onaTui». 3To Ha3BaHWe — CBUAETENbCTBO TOrO, YTO
B TO BpeMs He Bbinn U3BECTHbI 3TUONOMNS U natore-
Hes3 3aboneBaHu4. No3gHee, B 2006 rogy, B CBA3M C
nonyyeHMeM HOBbIX AaHHbIX 06 aTuonaToreHese 3a-
©oneBaHus, HEKOMNAKTHbIA MUokap, OGbin BKITHOYEH B
Knaccudukaumo kapgmnommonaTtuin BOS3 kak reHeTu-
Yyeckas kapavomMuonaTus.

Ha cerogHsilWHUN AeHb NPONCXOXOEHNE HEKOM-
NakTHOro M1okapga cBaA3blBaloT ¢ AMCMOpPdOoreHe3oM
MUOKapa BO BHYTpUyTpOoOHOM nepuoge, npeanona-
rasi ero reHeTuyeckyto npupogy [1, 6]. B paHHuin am-
BGpuoHanbHbIN Neproa Yenoseveckoe cepaue cocTo-
UT U3 rybyaTbiX MbILLEYHbIX BOMOKOH U Tpabekyn,
coobLaloLmxcsa yepes nepepbliBbl C XKenyao4koBon
nonocTbto. Ha 6-8-i Heaene BHYTpMyTPOBHOro passu-
TS cepaua HauMHaeTCs Npouecc YnnoTHEHWUS MUOKap-
Aa, HapyLleHne KOTOporo nNpMBogMUT K NOCTOSAHCTBY

TpabekynspHOCTN N COXPaHEHUIO IMYyBOKMUX nepepsbl-
BOB.

MexaHu3Mbl HacreACTBEHHON Nepeaayn npu He-
KOMMaKTHOCTM MUOKapAa MoryT BapbupoBaTs. Cement-
Hble cny4vam cocTtaenaT oT 18 go 50%, no gaHHbIM
pasnuyHbIX aBTopoB. CeMenHbI CKPUHUHT MOMOXET
BbISIBUTb 3aTPOHYTLIX YNIEHOB CEMbMW, YTO MO3BOSNUT NPO-
BECTU NEepBUYHYIO NPOdUNAaKTUKY, BKIOYas aHTMKOa-
rynsaumio 1 BXUBMEHWe kapavosepTopa-aedmbpunns-
Topa [1].

bonesHb cywecTByeT B ABYX hopmMax: U30nu-
poBaHHas HEKOMNAaKTHOCTb U, pexe, coMeTaHne He-
komnakTHoro Muokapga c BINC. JaHHasa natonorus
Henpeackasyema. OgHu naumeHTbl pa3BuBaloT Npo-
rpeccupyoLylo cepaeyHyo HegoCTaTOYHOCTb U
Hy>XJalTcs B nepecajke cepaua, a apyrme — «Bof-
HOOOpasHLI OEHOTUM, NMPU KOTOPOM 3XOKapamMorpa-
huyeckne gaHHbIe KONebnTca Mexay npusHakamu
AnnaTtaumoHHON U rmnepTpodMyecKon kapamommona-
TUW, UHbIE NALUNEHTbI — NEPBUYHYIO OMACTONMYECKYHO
ONCPYHKUMIO. B HEKOTOpbIX Criydasx HEeKoMnakT-
HOCTb MMOKapga coyeTaeTcs C TakuMU CUCTEMHbBIMU
3abonesaHusM, kak cuHapom bapTa, MuToxoHapuars-
HbIMW NN MeTabonuyeckMMmn paccTponcteamu [1, 3,
10]. O6Lwine nposaBneHna — cepaevHast HegocTaTou-
HocTb (53%), xxenygo4kosas Taxukapaus (41%), BHe-
3anHas cepgevHas cmepTb (35%), kapanoambonuyec-
Kne cobbiTus (24%) n obmopok (18%). XKenyao4dkosble
apuTMuUK SBNAIOTCA MMaBHbIMU U MHOrAa daTtarbHbI-
MW ocrnoxHeHnsamu. MNpegcepaHble aputMum, CUHOPOM
WPW Takke BCTpevatoTcsa npu aTon natonormu. Bil-
CoKasi pacrnpoCcTpaHEHHOCTb KapAnoaMBOoM4ecKmx co-
ObITUI, KaKk NpeanonaratoT, NPOMCXOANT n3-3a obpa-
3o0BaHMa TpomboB B npepgenax rnybokux
MexXTpabekynsapHbIX BnaguH [8]. XoTa HekoMnakT-
HOCTb MUOKapAa — BPOXAEeHHOe HapyLleHWe CTPYyK-
Typbl MMOKapa 1 TUNUYHO AnarHoctTupyeTcs y neau-
aTpUYecKnx nauueHToB, Hayano KNUHUYECKNX
NPOSABMEHNIA KapanoMMonaTum MoxeT BbITb OTCpoYe-
HO BO B3pPOCMNYI0 WU3Hb. BOMbLWWHCTBO AeTewn ¢ U30-
NNPOBaHHOW HEKOMMAaKTHOCTLIO ABNs0TCA Beccumn-
TOMHbIMWU Ha HavanbHOM npeAcTaBleHUn n c
BO3pacTOM MOKasblBalOT MOCTEMNEHHOE yXyAlleHne
dyHKumm JIK. B coobLieHnsax o cuMmnToMaTnyeckmx
AeTax npeBanupyloT cepaeyHast He4oCTaTOYHOCTb U
aputMus. NayneHTbl ¢ HEKOMNAaKTHOCTBI0 M1oKapaa
JDK nmetoT nnoxowm NporHo3: CMepTHOCTbL COCTaBurna
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okorno 35% y B3pocnbix 1 6onee 22% y neten B 7-
netHem HabnoaeHun. OCHOBHbIE NPUYMHBI NETaNbHO-
CTU — TsXKenasa cepaeyvHast He4OCTaTOUYHOCTb U BHe-
3anHas cepgevHasa cMmepTb [4, 5].

Tak Kak npu13HaKkv HEKOMMNAaKTHOCTW MyoKapaa y aoe-
Ten, ocobeHHO MnaaeHues, ¢ BINC He peakocTb, HaMu
Oblna nocrtaBrneHa uenb — U3yunTb, BANAET NN 3TOT
PeHOMEH HEKOMMAKTHOCTN MUOKapAa Ha oyHKLMOHarb-
HOE COCTOsIHME >KeNnyao4KOB Y AaHHOW KaTeropum na-
LIMEHTOB.

MATEPWAIN U METOAbI

B nccneposanune BkntoyeHo 52 naumeHTa B BO3-
pacTte oT 4 mec. Ao 18 net. N3 Hux ¢ BINC — 38 ven.
(73%), C M30NUPOBAHHOW HEKOMMAKTHOCTBLIO MUOKap-
aa — 14 yen. (27%). Npeobnagany nauneHTbl XeHc-
koro nona (57%). Cpeau BIC 6binu centanbHble Ae-
OeKTbI, OTKPbITbIA apTepuanbHbIA NPOTOK, aopTarnbHbIe
Nopokun, aHomanus J6wTenHa, membpaHa neBoro
npegcepavs, LMaHOTUYECKUE NOPOKN TUNa e4UHCTBEH-
HOro Xernygoyka u gpyrue.

BbinonHanuce 3xoKI™ B ABYX- N YETbIPEXMEPHOM
pexumax, OKI. [na gnarHOCTUKN HEKOMMNAKTHOMO MU-
okapAa Mbl UCNONb30Banu OCHOBHbIE 3XOKapauo-rpa-
douyeckme KpuTepum, NPUHATbIE Ha CEroaHSALLIHUA OeHb
[5, 7].

1. Kputepum Jenni n gp. [2001].

1) [ByxcnowHas CTPyKTypa C TOHKUM YNIOTHEHHbIM
(KOMNaKTHBIM) CFI0EM W TOMNCTbIM HEYMIOTHEHHbIM (He-
KOMMNaKTHbIM) CrioeM. MamepeHnsa NpoBoaATCA B KOHLE
CUCTONbI B NapacTepHanbHOM CEYEHUN NO KOPOTKON
ocu. HekomnaktHocTb JIXK onpegensaeTca npu oTHO-
weHun N/C>2, rae N — non-compacted layer of
myocardium — HEKOMMaKTHbIN cron muokapaa; C —
compacted layer of myocardium — KOMNaKTHbIN CNON
Muokapgaa.

2) OTcyTCTBME CONYTCTBYIOLLMX CEPOEYHbIX CTPYKTYpP-
HbIX aHOMarnwun.

3) MHoro4ncneHHble, Ype3mepHO BUAMMbIE Tpabeky-
nbl 1 mMy6okne MexTpabekynapHble nepepbiBbl.

4) MNepepblBbl, 3aN0NTHEHHbLIE KPOBBIO BHYTPU Xeny-
Jo4Kka npu LBETHOM Jonnsepe.

Y Ooetein OTHOLLEHWE HEYNMIOTHEHNS K YNNTOTHEHMIO
MOXeT bbITb MmeHee 2,0.

2. Kputepun Chin n gp. [1990].

HekoMnakTHOCTb MHoKapaa, onpegeneHHas npu
oTHoweHun X/Y£0,5, rae X — pacctosiHMe OT anu-
KapauanbHOM NOBEPXHOCTU Yepes TpabeKyrnsapHble
nepepbiBbl (TOMLWMHA UCTUHHOTO NIIOTHOMO CrOSA MU-
okapga); Y — paccTosiHMe oT anukapgmanbHOW no-
BEPXHOCTU A0 NUKa TpabekynapHOCTK (TorLmMHa BCen
CTEHKWN MUOKapaa).

PE3YIIbTATbI

Cne/J.yeT OTMEeTUTb, YTO B HOpME MUOKapad y Mna-
OeHueB OTnn4aeTcAa OT MMokKapaa B3pOCIibIX MEHbLLEN

NAOTHOCTLIO, BONbLUEN Pa3PEeXXEHHOCTbIO, HaNnn4Mem
Tpabekyn. B 6onblUMHCTBE CyYaeB B LLUKOMbHOM U
NogpOCTKOBOM BO3pacTe OTCYTCTBYIOT BU3yarbHble
OTNMYKNS OT MUOKapAa B3pochnbIX. [1oaTomMy Mbl pac-
cMaTpuBanu nub Te criyvyau, Korga MMenuch xapak-
TepHble NPU3HaKN HEKOMMNAKTHOCTW C y4EeTOM 3XOKap-
aunorpaduyeckmx kputepues. Mo gaHHbIM SKI™ 6binu
BbISIBNEHbI MPU3HaKN rmnepTpogmm MMokapaa, Henors-
Hasi briokaga npaBon HOXKKM ny4ka MNica, anddysHble
n3MeHeHusa Muokapaa, genpeccus ST 1 oTpulaTenb-
Hen T (3), cuHgpom WPW (1).

Mpw cTaHgapTHOM axokapamorpa4eckom muccne-
A0BaHUN HamMun OBHapy>KeHa HEKOMMaKTHOCTb MUoKap-
aa X npu pasnuyHbix BIC. Yawe Bcero ato 6binum
cenTanbHble gedekTol — 27,7% (10 yen.), pexe aABy-
CTBOpYaThIN aopTarbHbIi knanaH (3), aopTanbHbIi cTe-
HO3 (1), koapkTauums aopTbl (1), OAIl (1), aHoManus
ObuwrTerHa (2), membpaHa nesoro npeacepaus (1),
LMaHOTMYeCK e NOPOKU TUMa eAMHCTBEHHOIO XKenyaoY-
ka — 21% (8 4yen.) n gpyrue.

Mpeobnagana nokanuaaums HEKOMNAKTHOrO MM1o-
Kapga B obnacTtn 6okoBom cTeHkM (95%), a Takke y
BepXxyLwku JIXK. Y 6onblunHCTBa NaUMEHTOB (PyHKLM-
OHarbHble nokasatenu 6uinu B npegenax Hopmel. Oa-
Hako y 7 yen. (18,4% cny4aeB) AnarHoCcTMpoBaHa cu-
CTONMYecKas 1 gractonuieckast ANCAYHKLMS M1Mokapaa.
OB JIK 6bina ot 25 go 52%. OTtHoweHue N/C cocTa-
Buno ot 1,5 go 2,2. XCH Il A-b (puc. 1). Nocne xu-
pyprudeckon koppekumm BMNC y naumeHToB ¢ cucTo-
nuyeckon aucdyHkumen Habnganock ynyJlleHme
yHKLMM cepaua.

Mockonbky npasbiv xenygoyek (MK) otnnyaert-
CSl OT FIEBOrO BbIpaXXeHHOW TpabekynapHOCTbIO, Bbl-
sIBNEeHne HeKOMMaKkTHOro Mnokapaa 3aecb Habnoaa-
eTcs pefko. HekomnakTHOCTb MuOKapAa npasoro
Xenyaouka ¢ cucTonmyeckon gucdyHkumen obHapy-
XXeHa Hamu y AByXx nauueHToB. B nepsom cniyyae y
nauneHTa c AnarHo3oM ToTarbHbIN aHOMarbHbI pe-
HaXX nerovHbIX BeH ¢ [MI1I1, HekoMNaKTHbIN M1OKap4,
CcBOBOAHOW CTEHKM NPAaBOro Xenyaovka BblBEH Ha
¢oHe 06 BbEMHON Neperpyskun ¢ gunartaumen nonocTu
(KOP 3,9 cm). Mpn aToM Habntoganock CHUXeEHWE
dpakuum Boibpoca MK go 29%. MNocne xmupypruyec-
KOW KoppeKummn 1 ymeHbLleHus gunatauum ®B MK no-
Bbicunacb Ao 46%. Bo BTopom crniyyae y naumeHTta
C AMarHo30M KranaHHbIN CTEHO3 NEroYHon apTepun,
HEKOMMaKTHOCTb MMOKapAa B HKHEM OoTAene ceoboa-
HOW CTEHKWN U y BEpPXYLUKM OBHapyxeHa Ha poHe ru-
nepTpocmn Mmruokapaa npasoro xenygouka. ®B MK
coctasuna 45%.

Ocobyto rpynny npeactaBnsoT NauneHTbl Co
CMNOXHbIMU LiMaHOTUYECKMU nopokamn — 8 (219%). Mo
HaLWnM HabrnogeHUaM, NPU CROXHbIX LMaHOTUYECKMX
nopokax ¢ e4UHCTBEHHbIM Xenygo4ykoM cepaua He-
KOMMaKTHOCTb M1OKapaa BCTpevaeTcs B BOMbLUNHCTBE
cnyyaeB. HekomMnakTHOCTb NpUCyTCTBOBana, Kak npa-
BUIO, B 06NacTu BepXyLUKM 1 cBOBOAHOM CTeHKN. [Npn
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atom OB xenygouka 6bina B npegenax 50-53%, oa-
HakKo y 0AHOro naumeHTta coctasuna 38% (puc. 2).

B ogHoMm crniyyae 9-neTHen nauueHTke C eguH-
CTBEHHbIM Xenygo4ykom, ®B 52%, BbinonHeHa sMuc-
CMOHHas CUMHTUIPadmns MMokapaa ¢ TEXHETPUMOM, Bbl-
ABMBLLAsA HapyLeHne nepdysnun Mmokapaa.

Mo faHHbIM NUTEpaTypbl, HEKOMMNAKTHOCTL MUOKap-
a He cBs3aHa C aHOManusMu KOPOHapHbIX apTepui.
OpHako Mbl peLumnu NPoOAEMOHCTPUPOBaTL OAUH Crly-
Yya u3 npaktuku. Y pebeHka B Bo3pacTe
1r. 1 mec. c cuHgpomom bnanpga-Yanta-lapnaHga (ot-
X0XJeHune neBov KOPOHaPHOW apTepumn OT FIErOYHOro
CTBOMA) C UICXOOO0M B AMNaTaumMoHHY0 Kapauomumona-
TUIO Habntoganack pesko BblpaXeHHas gunartauns u
chepudumkauma JIK (KOO 156 mn, nHaekc cohepny-
HocTu 0,88), oM dY3HbIN rMNoKMHE3 Muokapaa, ®B
25-28%, muTpanbHas peryprutauums Il cT. MNMocne xu-
pypruyeckomn KoppekLmnm Nopoka COXpaHAMCb guna-
Taumsa JIX (KOO 150-140 mn), chepudmkauus, oud-
dy3HbIN rnnokuHes, ®B 20-25%, guactonunyeckas
ONCPYHKLUMS, KNMHUYECKN — cepaeyvHas HegocTaTou-
HocTb Il B cT. Yepes 2 Hegenu nocne onepauuun Ha
hoHe HesHaunTenbHoro ymeHblueHns KOO, ynyywe-
HUS KMHe3a Muokapga B 6asanbHOM oTaene u yee-
nuyeHuns B go 40% obHapyXeHbl MPU3HaKN HEKOM-
NakTHOCTM MUoKapaa B obnactu 6okoBon cTeHku. Ha
OKI coxpaHsanuck genpeccusa cermenTa ST, oTpuyua-
TenbHbIN 3yb6eu T B V4-V6. AncdyHKkuns mmokapaa
(PB 40%) coxpaHsanacbk B TedeHue 1,5 mec. Habno-
AeHus nocne onepawuun 4o BbINUCKK pebeHka 13 knn-
HUkM. OBbLIYHO NOCHEe XMPYPrMyeckon Koppekuum Ta-
KOro nopoka npoucxoguT ynyylleHne KOpoHapHowm
nepdy3nm n NOCTeNEeHHOE BOCCTaHOBIEHME (DYHKLMN
MUoKapga. Y AaHHOro nauueHTa, HeCMOTPS Ha afek-
BaTHYIO KOPPEKLIMIO, COXPaHSIOTCS NPU3HAKW BbIPaXKeH-
HOW ANCAYHKLNN, cepaevHON HeQOCTaTOYHOCTU. Mbl
HEe MOXeM 0OBbACHUTL MNPUYKHY TSHXKENOW ANCHYHKLMN
Muokapda y 4aHHOro naumMeHTa u He MOXeM Noka CBs-
3aTb ee C HEKOMNAaKTHOCTbIO Muokapga. TpebyeTcs
hanbHenwee HabnogeHne, YTobbl OTBETUTL HA 3TOT
BONpOC.

Ha cerogHsIWHWI AeHb yCTaHOBMNEHa reHeTu4ec-
Kasi npMpoga HeKOMNaKTHOCTU Muokapaa v coobLa-
€TCs 0 CeMeWHbIX crnyYasx aTon natonornn. Hamu o6-
Hapy>XeHO OBa CeMeWHbIX Ccry4Yas HEeKOMNakTHOro
Muokapaa y geten ¢ BMNC n oauH cnyyam npu mso-
NNPOBAHHOWN HEKOMMAaKTHOCTU. Y pasHOMNonbIX geTen
13 OBONHW C ABYCTBOPYAaTbIM aopTarnbHbIM KnanaHoM
BbISIBIEHa HEKOMMAaKTHOCTb MUOKapaa 60KOBOW CTEHKN
JDK. B apyrom cnyyae Mbl Habnoganu gBoux getemn
C UMaHOTUYECKUMK NopoKamu cepaua, poamBLLMXCS
B OJHOW ceMbe C pasHuuen B Bo3dpacTe 3 roga. Y
cTapLuen OeBOYKN Obinl €AUHCTBEHHBIN Xenyaoyek
cepaLua, TpaHcno3nLmsa MarmcTpasnbHbIX apTepuin, 06-
CTPYKUMS NeBOro BbIBOAHOrO Tpakta. Mnagwwmin pe-
©eHOoK (Manb4YunKk) pogunca ¢ atpesnen erouHon ap-
Tepun ¢ AMXT1, runonnasunen npasoro xenyaoyka.
Ha coHe umaHoTmyecknx nopokos cepaua y obounx

aeten Habnioganacb HEKOMNAKTHOCTbL MMoOKapaa B
obnacTv GOKOBOW CTEHKM N BEPXYLLKM.

B ogHOM criydyae Mbl BbISIBUNTM CEMENHbIV Xapak-
Tep U3onMpoBaHHOW HEKOMMAKTHOCTU Muokapaa. Y
0EBOYKM 16 neT c HapyLeHnemM putma npm axokap-
avorpaduyeckoM nccnegoBaHnnm obHapyxeHa HeKoM-
NakTHOCTb MMoKapAa B obnactn GOKOBOW CTEHKM C
npusHakaMm CUCTONUYECKON 1 AracTonmyeckon ancdyH-
Kumn. Y ee 40-netHern matepu, no aaHHbIM OXoKT, Tak-
e obHapy)XeH HeKOMMakTHbIN Muokapa GokoBown
CTEHKM, KIMHUYEeCKU Habroganach aKCTpacucTonus.

Mol obcnenoBanu 14 geten ¢ U30NMPOBaHHOM He-
KOMMakTHOCTbi0 Muokapaa JIK. OcHOBHbIE AMarHO3bI
y 9TUX NaUMEeHTOB: AunaTaumoHHas KapanomuonaTms
(3), HapyweHus puTma cepaua (3), oTKpbITOEe OBarb-
Hoe OKHo (5), nponanc MUTPanbLHOro KranaHa, CUHA-
poM gucnnasnmm coeguHuTensHon TkaHu (1). KnuHu-
Yyeckue NposiBrieHns Habnwganucb B 6 criyyasax
(42,8%): HapyLLeHMsa puTMa 1 NPOBOAUMOCTHU, cepaey-
Has HeJOCTaTOYHOCTb, TPOMbooOpa3oBaHue. PB ko-
nebanacb ot 44 no 67%. Ha 3Kl Habnoganucb He-
nonHas 6rokaga npaBoOW HOXKW nydka [wuca,
HapyLleHns1 puTMa B BUE SKCTPaCUCTONUKU, CUHOAT-
pvanbHasa 6nokaga, CMHycoBas Taxmkapausi, CUHOPOM
WPW. KnuHnyeckue npusHakm cepgedHon HeaocTa-
TOYHOCTW NpUCyTCTBOBanNu y Aesyx geten (14,3%).

OcTtaHoBUMCSA Ha 3TUX ABYX CriyYasix M30nMpoBaH-
HOW HEKOMMAKTHOCTK MUokapaa, npotekatowen ¢ XCH
Il A-B ctaguu. NaumeHTka B. HabntogaeTcs Hamu Ha
NpoTshkeHun 3 neT ¢ 3-Mecsa4YHOro Bo3pacra ¢ guar-
HO30M gunaTauuoHHas kapauommonatuda, XCH Il A
ctagun. No gaHHbIM axokapguorpadun oTmedaeTcs
annartaums JDK, mutpaneHas HegoctaTodHocTb Il cTe-
nexHun. 3a nepuopg HabnogeHua ®B konebanack ot 57
00 63%, COXpaHANUCb NPU3HaKN NErOYHON rMnepTeH-
31K, pacyeTHoe cucTonuyeckoe aasnexHue B MK 56
MM pT. cT. O6HapyXeHa HEKOMNAKTHOCTb MMoKapaa
B 06nacTn 6OKOBOWM CTEHKM C NpU3HaKamm rmnoknHe-
3a, KOMMEHCATOPHbIN MMNEPKNHES MEXOKENYL0UYKOBOMN
neperopoaku (puc. 3, 4). Ha ¢oHe MegnMKaMeHTO3HOro
neyYyeHuns CyLecTBEHHOro yny4leHusa He Habnoaa-
noce.

MokasaTtenbHa nctopua 6onesHn naumenta L., 16
net. Y marns4uka nocrie nepeoxnaxaeHus Bo3HuKna
Temnepatypa 39 °C, ogblika, cepauebueHune, otekun
HOT, cepaeyHast HeqocTaToqHOCTb. ocne neveHns Bbl-
CTaBfieH gmarHo3 nogoctporo mmokapauta. XCH Il b
cTagun. Habnoganock BonHooGpasHoe TedeHne C He-
3HaAYNTENbHLIM KPATKOBPEMEHHbLIM YITyYLLEHUEM C
nocneayoLwmmM HapacTaHUeM CUMMNTOMOB CepaeYHown
HegocTtaToyHocTu. B HW natonorumn kposoobpalle-
HWS NaumeHT ObiN HanpaeneH Yepes3 4 Mec. OT Hava-
na 3abonesanus. MNpu BoinonHeHnn OxoKI™ Hamu 06-
HapyxeHa gunatauusa Bcex OTAenoB cepaua, B
BonbLuen creneHn nesblX, UMOAY3HbIN TMNOo-, aknHE3
muokapga. KOO JIK 195 mn. MIHgekc cdepnyiHocTm
0,9. ®B 21-28%. dAnactonudeckasa aucdyHkumsa JDK
| TMNa. HekomMnaKTHOCTL MUoKapaa BEPXYLUKA, HXKHUX
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otaenoB 60koBon cTeHkU. N/C=2. Y BepxyLUK/ B rny-
BokoM MexxTpabekynapHOM NPOCTPaAHCTBE BU3yannau-
pyeTcs opraHnsoBaHHbIv Tpomb 1,0 1,0 cm, BepoAT-
Hbl Menkue Tpombbl B npunexawem rybyatom
Muokapge. [mno-, akmuHe3 mmokapaa B CermeHTax C
HEeKOMMaKTHLIM MUOKapAOM 1 B MpUnexaLumx cermeH-
Tax. MuTpanbHas 1 TpukycnmgansHasa perypruraums
[l ctenenun, ymepeHHas (nnowaab CTpyw coctasuna 33
n 35% OT nnoLuagm npeacepanst). MNauneHT noctasneH
B NINCT OXnOaHUsi Ha TpaHCcnnaHTaumio cepgua (puc. 5).

Takum 0bpasom, HEKOMMaKTHbI MUoKapg Y AeTen
B coyeTaHuu ¢ BINC B 18,4% crnyyaeB conpoBoxaan-
CSl CUCTOSTMYECKOWN U OMacTONUYeckon ancyHkLmen
Muokapaa, cHmkeHnem ®B. [Nocne xupypruyeckomn
KOppeKLMn nopoka Habnoganoch yny4dweHue yHk-
LUMOHarbHbIX NokasaTenen, yMeHbLUeHe Npu3Hakos
CUCTONNYECKON ANCHYHKLNN.

U3onuposaHHasa HekoMnakTHocTb JIXK B Hawwnx Ha-
BrnoaeHnax npotekana ¢ KNMHUYECKUMN NPoSIBNEHUS-
Mu y 42,8%, conpoBoxaanacb TEHAEHLMNEN K CHUXKeE-
HUo ®B, HapyLleHUAMM pUTMa, peako — Npu3Hakamm
aunartaunoHHon kapguomuonatuu, a 'y 14,3% — cep-
OE€4YHON HeJoCTaTOMHOCTH.

OBCYXOEHUE

HeynnoTHeHHbIN >Xenya04KoBbIA MUOKap Xapak-
Tepu3yeTcs Ype3MepPHO BbIPaXKEHHOW TpabeKynsapHON
CeTbI0 U rMyBokMMK MexXTpabekynsapHbIMU Nepepb-
BaM, O4HaKo ANarHo3 HEKOMMakTHOro Mmokapga Mo-
XeT ObITb 3aTpyaHeH. [Npn 6eccMMNTOMHOM TeYeHUn
AnarHo3 MoxeT BbITb yCTaHOBMEH MULWb MPU MHOMO-
KpaTHbIX UCCIEeL0BaHUSAX UMK He YCTaHOBMNEH BOOG-
we. OuddepeHunansHbIn 3xokapaunorpaduyeckunin
AnarHos BKMNYaeT BUANMble HOpMarbHble MUokapau-
anbHble Tpabekynbl, NOXHbIE CYXOXWUITUSA U OTKIMOHe-
HUS NPY cepAeyHbIX ONyXonsx U anukanbHOM TPOM-
6e. B atux cnyyasx HeKkOoMnakTHOCTb Muokappda
NoATBepXAaloT rnybokmMe mexTpabekynsapHble nepe-
pbIBbl N KPOBOTOK B HUX, COOOBLLAIOLWNNCS C XKeny-
[A04YKOBOW MOMOCTbLIO NPU LBETHOM AOMNMNIIEPOBCKOM
aHanwuse. B anddepeHLmansHon aMarHocTuke cnegyet
06paTuUTb BHMMaHWe Ha 0COBEHHOCTN BU3yanu3aumu
MUoOKapAa y MnageHues, NOCKOMNbKY UX MUokapa OT-
nuyaeTca OT MMoKapAa B3pOoCHbiX: OH UMeeT HEKOM-
NakTHOE CTPOEeHMe B HOPMeE, XOpOLLIO BU3yanusmpye-
Mble HopManbHble 3 Tpabekynbl [1, 12, 13].

XoTa axokapauorpaduyeckue Kputepmum HeKoMmnak-
THOroO MMOKapga npegnonaratoT OTCYTCTBUE OPYron
KapguanbHoWn naTonoruu, 60mnbLWKUHCTBO aBTOPOB OT-
MeYvaeT XapaKTepHble NPpU3HaKkM HEKOMMNakHOro M1o-
kapaa y 6onbHbix BIC. Moatomy npucytcteue BIC
He UcknYaeT gaHHOro gnarHosa. B Hawewm uccne-
noBaHum y 38 geten ¢ BINC mbl Habntoganu xapak-
TepHble NPU3HaKN HEKOMNaKTHOCTU Muokapaa. OTHo-
LeHWe HEeYNNOTHEHNS K YNIIOTHEHWIO Y 3TUX AeTewn
6biro o1 1,4 o 2,0. MNpu 3TOM, yunTbIBas OTCYTCTBME
Kaknx-nnbo HapyLeHun dyHKUmMmM muokapaa y 81,6%

BOnbHbIX, BEPOSATHO, MOXHO paccMaTpuBaTh 3Ty na-
TOMNOMMIO KaK CUHOPOM HEKOMMAKTHOCTN MUokapaa npu
BINC. Tak kak npouecc ynnoTHeHUs MMokapaa B Mop-
horeHese cepaua HaunHaeTcs Ha 6—-8-1 Hegene rec-
Tauumu, Korga 3akaHumBaeTcs hopMmMpoBaHue cepaua,
a, cneposaTenbHo, U hopmmpoBanue BIC, To MOX-
HO NpeanonoXuTb, YTO 3TO 3BeHbSA ogHoM Lenu. O6
3TOM Xe cBuaeTenbCTByeT NPUCYTCTBME HEKOMNaKT-
HOCTU MUOKapaa y 60mblIMHCTBA NALMEHTOB C €AnH-
CTBEHHbIM Xenyaoykom. ObpaTvs BHUMaHWE Ha TO,
4YTO cnoxHble BMC Trna eguHCTBEHHOTO Xenyaouka,
KaK MpaBuo, CONpoBOXOATCA HEKOMMAKTHOCTBIO MU-
okapaa, Mbl MOXXeM NpeanonoXuntb CBA3b JucMopdo-
reHesa muokapga ¢ gucaombpuoreHesom cepgua B
Lenom, KOTopbI MPOUCXOANT Ha Bornee paHHUX Cpo-
Kax BHYTpuyTpobHOro passutus. To, 4TO, NO HaWWUM
OaHHbIM, ¥ 18,4% nauueHToB ¢ BIMNC n npmusHakamu
HEKOMMNAaKTHOCTM MUOKapaa MMelTCs NpU3Haku guc-
yHKUMKM MUOKapaa, KoTopas yMeHbluaeTcs nocne
XUPYPrMyeckon Koppekumm, No3BorseT NPeanonoxnTb
BNUSHUE reMognHaMmUyeckoro chaktopa Ha PyHKLUMIO
HeynnoTHeHHOro MMokapaa. Cnegyet OTMETUTb, YTO
NHOrAa 3aTPOHYTbIE HEKOMMAaKTHOCTLIO MUOKapauarnbs-
Hble CerMeHTbI MMNOKMHETUYHbI, HabnogaeTcs AUcdyH-
Kums Mmokapga. MNMpuymHa yrHeTeHus xenyao4KkoBowm
hyHKUMM He acHa. Cuctonmyeckas AUCEHYHKUMSA — Han-
Bonee BEpPOATHO, pesyrnbraT OTHOCUTENbHON ULLEeMUK
MUoKapa 1U3-3a HECOOTBETCTBUA M1OKapaMarnsHOM Kuc-
nopogHou noctaeku U TpebosaHus [4]. Mbl Takke Ha-
6rnroganu HapyLeHue nepdysumn mmokapaa ¢ NOMOLLbHO
CUMHTUrpadun y NaumeHTkm ¢ HEKOMNAaKTHOCTbIO MUO-
Kapda eOuMHCTBEHHOrOo Xenyaodka cepaua.

Mo-BMAMMOMY, NWLWLbL Y OTAENbHbLIX NALUUEHTOB C
BINC npu Hanuuum 4yeTknMx axokapguorpaduieckmnx
KpUTEpUEB HEKOMMAKTHBIA MUOKapA MOXET ObITb Npu-
3HaH kapguomuonaTuen, y ocTarnbHbIX AOMKEH pac-
cmaTpmBaTbCA kak cuHapoM. C Apyron CTOpPOHbI, No-
CKOMbKY OMnMcaHbl OTCPOYEHHbIE BO B3POCHYIO XU3Hb
KNMHUYECKME NPOSABEHNS HEKOMMAKTHOCTU MUOKap-
4a, Mbl He MOXeM 3HaTb, KakoBbl MOCNEACTBUS He-
ynnoTHeHnsa muokapga y 6oneHeix BI1C B otaanex-
HOM Mepuoge faxe npu HoOpmarnbHOW MCXOOHOW
YHKLMM Kenyaoyka n agekBaTHON XUPYpPruyeckon
Koppekuun. NoaToMy Mbl cuMTaem, 4To Heobxoau-
MO HabntogeHue 3a 3TUMK NauMeHTaMu Ha NPoTsKe-
HUW XKU3HMW.

Y10 KacaeTcsa M30NMPOBaHHOW HEKOMMAKTHOCTU, TO
Ans yCcTaHOBNEHWs AnarHosa y geten Heobxogmmo
Yy4uTbIBaTb BCE aXokapauorpaguyeckme Kputepuu.
KnuHuyeckne nposiBNeHUs 4valle BCEro cBsi3aHbl C
HapyLeHnaMu puTma 1 nposogmumocTu (y 42,8%), a
cepAevHasi He4oCTaTOMHOCTb B HaLLeM MccneaoBaHum
MaHudectuposana y 14,3%, conpoBoXgasCb CUCTO-
NNYECKOW N AMacToNMYeckon AncdyHKUMENn Mrokapaa.
Mpn 3TOM NauMeHTam YacTo BbICTaBnsaeTCa ApYyrown
AnarHos, kak npaBuro, 3To guMarHo3 gnnaTaumoHHON
KapguomMuonaTum.



Puc. 1. IMXI. HekoMnakTHOCTb Muokapga 60KoBOM
cteHkun JIXK (naumeHT K.).

Puc. 2. EanHcTBEHHbIN Xenygoyek cepaua. Hekomnak-
THOCTb MMOKapAa B 06nacTu BEPXyLLUKWU, HMKHUX OTAENOB
xenygouka (nauueHt B., 10 ner).

Puc. 3. NsonupoBaHHas HEKOMNAKTHOCTb MuoKapaa
JIK. ®B 63%. XCH Il A cT. lleroyHas runepTteH3usa (na-
uneHT B., 3 nerT).

Kpome Toro, He cneayeT 3abbiBaThb, YTO B HOpME
MuoKapa AeTen, ocoGeHHO paHHEro Bo3pacTa, oTnu-
YyaeTcsa OT MUOKapAa B3POCHbIX MeHbLLEN! NNoTHOC-
Thto. [poLecc ynnoTHeHUs Muokapaa NPoUCXoauT Mo
Mepe pocTa peGeHka 1 NoCTENeHHO NpuobpeTaeT Yep-

Puc. 4. NlsonupoBaHHas HEKOMMaKTHOCTb Muokapaa
JIK. ®B 63%. XCH Il A cT. JllerovyHas runepTeHsus. Xa-
paKkTepHas kapTvHa Npu LBETHOM AONMNIEePOBCKOM Kap-
TMpoBaHuu (naumweHT B., 3 ner).

Puc. 5. HekoMnakTHOCTb MUOKapAa BepXyLUKu, 6OKOBOW
cTeHkn. Tpomb 1,0 " 1,0 cm B mMexTpabeKynspHOM npo-
CcTpaHcTBe y Bepxywku (naumeHT L., 16 neT).

Tbl «B3pocnoro». MoatoMy crnenyeT usberatb runep-
AVarHoCTVKU CUHAPOMa HEKOMMAaKTHOCTV M1OKapaa Yy
AeTel, AN Yero HyXKHO UCMoNb30BaTh OMNMUCaHHbIe
BblLLE 9XOKapAuorpadmyeckme KpUutepum.

3AKIHOYEHUE

Taknm obpasom, IxoKl — ocHoOBHOM MeToA Ans
YCTaHOBIEHUA AnarHo3a n onpeaeneHus nnaHa Ha-
OnogeHns 1 nevyeHrs NauMeHToB ¢ HEKOMNAaKTHLIM
Muokapgom. OgHako, HECMOTPS Ha LLUMPOKO pacnpo-
CTpaHeHHoe ncnonb3oBaHne IXoKI, HEKOMNAaKTHOCTb
MUOKapAa *enygovkoB 00bIYHO HEMPaBWUbLHO Axar-
HOCTUPYeTCHA U3-3a HeXBaTKN 3HaHMS 3TOW NaTono-
M1 N HEAOOLEHKMN CYLLEeCTBEHHOro HeraTMBHOMO BO3-
OENCTBUS Ha NPOrHo3 aTux nauueHToB. Hepeako
BonesHb AMarHoCTUpyeTCs NyLb Nocne HeoaHoKpaT-
HOro NpoBeAeHNs axoKkapauorpaduyecknx nceneno-
BaHWi. bbiBaloT criyyawm, korga axokapguorpagucT
yCTaHaBnuBaeT Hannyne HeKOMMakTHOro Mmokapaa
Npv OTCYTCTBUM APYrMX CTPYKTYPHbIX aHOMarnumn cep-
Auay nauMeHTOB Unn oTMedaeT 3TOT NPU3HaK npu
BINC, Ho kapavnonor He NpuaaeT 3HaYeHns AaHHOMY
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3aKMYeHNIo, U NauueHTbl NMbo ocTaroTcs 6e3 Habnto-
OeHusi, NMbo Npu HanM4Mm CUMNTOMOB CepaeyvHOMn
HeaocTaToMHOCTU HabnoaaTes ¢ AnarHo3amum avna-
TaLWOHHOW KapanoMunonaTtum, Kapgura, aputmui. No-
3TOMY Mbl MOMbITANINCL O3HAKOMUTL 3XOKapanorpadu-
CTOB M KapgMonoroe C Npu3Hakamu 1 NposiBrieHUsIMm
HEKOMMaKTHOCTW MuoKapAa. OTo, MO HaLeMy MHEHMUIO,
yny4ywmnno 6bl He TONbKO 3HaHWE, HO Takxke 1 NOHUMa-
HVe AaHHOW NaTonorMm u, Takum obpasom, obrner4yuno
Obl AMArHOCTMKY, NOCKOMbLKY Aae rnas kBanuguumpo-
BaHHOrO crieumanucTa-axokapavorpaducta BuguT nyy-
LLe, 3Has!, YTO UCKaTb.
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NONCOMPACTION OF THE MYOCARDIUM.
HOW MUCH IS IT SERIOUS?

G.P. Nartsissova, D.S. Prochorova, S.V. Kurygina

This article is devoted a rare pathology of heart —
noncompaction of the myocardium. This is genetic
cardiomyopathy, which is diagnosed by an echocar-
diography. The analysis is made on the basis of 52
cases of noncompaction of the myocardium in children
(14 cases of isolated ventricular non-compaction, 38
cases of a combination of a noncompaction of
myocardium with congenital heart diseases). The
authors analysed of influence of this pathology on
myocardial function and the clinical status of the patients.
In discussion authors express opinion concerning when
this phenomenon is disease.

Key words: noncompaction of the myocardium, genetic
cardiomyopathy, echocardiographic criteria, myocardial
dysfunction, heart failure.
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