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eKOMIIaKTHbIN (ry64aThiil) MUOKap[ JIeBOTO

x)enypodka (HMJIXK) saBiasieTcs cieAcTBUeM

HapylleHUs1 pa3BUTUsA MHOKapZa B Ipoliecce
aMbpuoreHe3sa. OCHOBHOUM MpuU3HaK 3TOro 3aboJieBa-
HUA - [Iy6oKue TpabeKy/ibl B MUOKAp/e JIeBOT0 XeJly-
nouka (JI2K) u MexkesyJ0uKOBOU NMeperopojike, uTo
BJI€YEeT 32 COO0M CHMKEHUE CUCTOJHYECKOW PYHKIUHU
JIEBOTO >KesyJl04Ka. B 4acTu ciydyaeB B maToJioruue-
CKUH TIpoliecc MOXeT BOBJIEKaTbCs MUOKapJ IpaBo-
ro Kesyfo4Ka. 3abo/ieBaHue SIBISETCA KJIMHUYECKH U
reHeTUYeCKU reTeporeHHbIM. Kak npasuso, npu sToM
3a60/ieBaHUM HAbJII0JjaeTCs yTOJIeHHe CTEHOK MeX-
YKeJIyZL,OUKOBOU Neperopojiky U JIeBOTO Kesy0uKa 6e3
ero guaatauuu. CodyeTaHue AWJIATAllMOHHOM Kapau-
OMHONIATUM M NPU3HAKOB HEKOMIIAaKTHOTO MHOKapAa
JIEBOTO >KeJly[l0uKa MOXKeT yKasblBaTb 3a OJJMH U3 BU-
JI0B IMJIaTallMOHHON KapJMOMMONATHH, BbI3bIBaeMOH
MyTalusaMu B reHe LDB3, koTophlii pacnosioxkeH B 06-
jgactu 10922.2-q23.3[1, 10, 12].

[TepBbie ynomunanusa o HMJI2K otHocaTcsa k 1932r.,,
korza S. Bellet [38] npu ayToncuu HOBOPOXKAEHHOTO C
aTpe3uel aopThl U KOPOHAPHO-KeJIYZ04KOBON PUCTy-
JIOU BBISIBUJI I'Y6YaATYIO0 CTPYKTYPY MUOKapaa. B 60-70-
X roJlax MpoILJIOro CTOJIeTHUSA B 3apy6eXKHOM JIuTepaTy-
pe cTa/iu NMOosABAATbCA NyOJIMKaLMHY, I/le ONUChIBaJINCh
W3MeHeHUs MHOKapZAa B BHJe IOBBIIIEHHON Tpabe-
KyJSILUM B COYETAaHUMU C PasjUYHbIMU NATOJIOTHSAMHU
cepAua: o6CTpyKLMeH BBIHOCALLEr0 TpaKTa JIEBOTO U
NPaBOro KeJyA04KOB, KOMOUMHUPOBAHHBIM L{MaHOTH-
YeCKUM BPOX/JEHHBIM IIOPOKOM cepAla, AedpeKToM
MeXInpe/cepAHON neperopofky, fepeKToM MexrKesy-
Jl0YKOBOM NeperopoiiKy, CTEHO30M JIETOUHOM apTepuH,
aHOMaJsIMell KOPOHAapHBbIX apTepuil, JBYXCTBOPYATbIM
aopTaJbHBIM KJIallaHOM. /laHHas MaTo/10rus 0603Hava-

Jlach KakK HeusosmpoBaHHbI HMJIXK [28, 31, 32].

[losfgHee ObLIO TOKa3aHO, YTO HEKOMIAKTHBbIN
MHOKapZ MOXeT BCTpedyaTbCsl B COYETAHUM C HeH-
pOMBIIIEYHBIMU 3a60JIeBAaHUSIMHY, OCOOEHHO MeTabo-
JINYeCKOW MuomnaTvel, onucaHHo B 81% ciyvaeB y
6osbHbIXx HMJIXK. HekoTophIMU CHHApPOMAaMH, Cpeau
Hux Barth cunapowm, Ohtahara cungpowm, Roifman cus-
npoM, Melnik-Needles cunapom, MLS (microphthalmia
withlinearskim defect) cungpom, Nail-Patella cunpowm,
Noonan cunHzapowm, Beals cunapom. B nautepatype ot-
MeueHbl ciaydyau HMJIK npu HaciecTBEHHBIX 3a60J1€e-
BaHUSX - JedeKTax JUILEeBOro yepena - BbICTYNAKIHH
J106, IByCTOPOHHEE KOoCoIJla3ue, MUKpPOTHATHs, paclle-
IJIeHHOe He60 WK BoJlubs nacThb [6, 30, 33, 35, 40].

B 80-x rozax R. Engberding u coaBT. mpu axokapzuo-
rpadrUyecKoM UCCJelOBaHUU Y NAlMeHTOB 6e3 comyT-
CTBYIOIlEN BpPOXKJEHHOW NATOJIOTUM cepjilla oOHapy-
>KWJIY TTOBBILIEHHYI0 TPabeKyJIs1I0 MUOKapAa J1eBoro
KeJIyZilouKa € [JIyOOKUMU MeXTPabeKyJspHbIMU Ipo-
CTPAHCTBAaMMU, KOTOPYIO Ollpeie/ININ KaK U30JUpPOBaH-
Hblit HMJIXK [13].

M; Baumhakel [6] u coaBT. paccMaTpuBator HMJIXK
B COUYETAaHUH C KJIUHUYECKUMU NPOsIBJEHUSIMU — cep-
JleYHON HeJ0CTaTOYHOCThIO, PAa3/IMYHbIMU HapylLleHHU-
SIMU PUTMa U NMPOBOJUMOCTH, CUCTEMHBIMU; U JIETOY-
HBIMU 3MOOJUSIMU — KaK CHH/POM.

BerpevaroTcsi kak ceMeiHble caydyan HMJDK [20],
Tak U cnopagaudeckue ¢opmbl. CeMeliHasa mpeApac-
NOJIOXKEHHOCTb MO pe3y/bTaTaM psifia MCCjef0BaHUN
yalle BbISIBJIsIETCS B JAeTckol monynsauuu [8, 11, 30].
Ilo manueiM E.N. Oechslin ¥ coaBT, 06cJjiejoBaBIINX
34 6osbHBIX B Bo3pacTe 42+7 jeT, ceMeliHasg popma
BCcTpeyasack B 18% cny4daes [29]. B ucciepoBanuu M.
Ritter u coaBT. Hac/iefcTBeHHass dopMa 3ab6oseBaHUA
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Puc. 1. MHO>kecTBeHHbIe TPOMb6bI B M0JIOCTH JIEBOIO >KeJlygo4yka y 27-J1eTHero nayneHra c
CUHAPOMOM HEKOMMNAaKTHOCTH MHUOKapAa JIeBOro >xesygoyKa.

Hab6Jroganack B 12% ciayyaeB y naiydeHTOB B Bo3pac-
Te oT 18 o 71 roga [32]. F. Ichida u coaBTt. [17] u T.K.
Chin u coaBT. [10], HabsOAaBIINE AEeTEHN, ONUCAIU Ce-
MelHyI0 TpeApaclo/io)KeHHOCTb K 3TOMYy 3aboJieBa-
HUIO COOTBETCTBEHHO B 44% u 50% cay4aes. B oTeye-
CTBEHHOM JiMTepaType OblLia NepBas NyOaMKalus Ha
3Ty TeMy B ctaTbe T.H. HoBuKkoBO# 1 coaBT. B 1998r, B
KOTOpOH OblJ ONMCAH TOJbKO OJUH KJIMHUYECKHUH CI1y-
yal ceMelHOro 3a60/1eBaHUsI HEKOMIIAaKTHbIM MU OKap-

Puc. 2. CooTBeTrcTBMe gaHHbIX ayTOrncmum
NMPUKN3HEHHO 3aperncTpupoBaHHoOMN
axokapanorpagunyeckoii kapTmHe y 33-1eTHen
nauymeHTKN ¢ CUHAPOMOM HEKOMIAaKTHOCTH JIEBOIro
enypgoyka (HEART, 2001).

oM [3].

OfHOI M3 06LIeNpPU3HAHHBIX KOHIENIIMM BO3HUK-
HoBeHuss HMJIXK saBsisieTcs HapylueHHe HOPMaJIbHOTO
aMbpuoreHesa [27, 34, 40]. B nepuoa paHHero amM6pu-
OHAJIbHOTO Pa3BUTHUA MHUOKapJA NpeAcTaB/seT coO60U
CeThb NepelsieTeHHbIX BOJIOKOH, pa3/ie/ieHHbIX Iy6o-
KHUMU INPOCTPAHCTBAMM, KOTOpble CBSI3bIBAIOT €ro C
nosiocthio JOK. B nepuon mMexay 5-it u 8-it Hepensamu
3MOPHOHAJBbHOTO Pa3BUTHS IPOUCXOUT NTOCTENEHHOE
YIJIOTHEHHE 3TUX BOJIOKOH U Cy)XeHHe MeXTpabeKy-
JIIPHBIX NPOCTPAHCTB WU «cunycouzy» [30, 37]. [Ipo-

1lecC YIJIOTHEHUS pacnpoCTpaHseTcs OT 3MUKapAa K
3H/I0KapAy ¥ OT OCHOBaHHUA CepAlia K ero Bepxylike. B
3TOT >Ke epuoj, MpoucxofuT GopMUpPOBaHUE KOPOHAP-
HOTO KpOBOOOpallleHUsl, U MeXTpabeKyJspHble Npo-
CTPAHCTBA YMEHbUIAIOTCA 0 pa3MepoB KalWJLISPHBIX
cocyzioB. [IpUYMHBI HapylleHus1 yIJIOTHEHUs] MHOKap-
Jla JIeBOTO KeJyZlouKa NMPU HeKOMIAaKTHOM MHOKap/e
Jl0 KOHIIa He u3BecTHbI. [Iponecc o6pa3oBaHus Tpabe-
KYyJI COIPOBO>K/1aeTCsl BOBJIeYeHUEeM B IATOJIOIMYeCKUH
npoliecc HelporyinajabHOro ¢pakTopa pocTa 3HA0KapAa
¥ $paKTOpOB aHTHOreHe3a (COCYyAMCThIM 3H/0TeINaNb-
HbIH pakTop pocta u ap.) [14, 20, 22].

OnHako BBUJY OTCYTCTBUS YeTKUX NpeJCTaBJIeHUH
06 3THOJIOrMU U NIaTOreHe3e HEKOMIIAaKTHOTO MHOKap-
Ja S.B. Bleyl u coaBT. noAgBepr/iv COMHEHUIO TEOPHUIO
HapyluleHUs1 HOpMaabHOro 3M6puoreHesa npu HMJIK.
ABTOpBI NpPOBOAMJIM 3XOKapAuorpapuyeckoe uccie-
JlOBaHUe TpeM MJaZieHLaM Ha 24-30 HeZe/ld BHYTPUY-
TPOGHOI0 Pa3BUTHS B Pa3HBIX CEMbAX C X-CleNlJIEeHHbIM
peliecCMBHBIM HacJlefloBaHUeM. B pe3sysnbTrate nccieso-
BaHUs B OJHOM CJlydae Oblj1a oOHapyeHa AujaTalus
JIK, a yeTkux guarHoctuyeckux npusHakoB HMJIK ne
BbISIBJIEHO HU B OZJTHOM U3 C/1y4aeB. B TeueHue nepBoro
ro/ia »KM3HU JleTu yMepJu. [Ipu natosioroaHaToMuye-
CKOM HcCCJIe[JOBaHUM Obljla OOHapy>KeHa BbIpa)keHHas
Tpabekyasuusa JIXK ¢ ry60KUMU MeXTpabeKyasipHbI-
MU [IPOCTPAHCTBaMHU [7].

TakuM 06pa3oM, Mo AaHHBIM JguTepaTypbl HMJ/IK
(nsn ry64aThI MUOKap/]) OTHOCSTCS K HacJeJICTBEH-
HbIM 3a6osieBanusM [9, 11, 13, 33]. B To ke BpeMs He-
KOTOpPBIMU aBTOpPaMU HEKOMIIAaKTHOCTb MUOKapAa pac-
LleHUBaeTcsl KaK OTJe/ibHas Ho3oJoruyeckas ¢opma,
TaK U ABJISIeTCS CHHAPOMOM JIpYyTUX NaTOJOTUH cepAlia
[17, 19]. Bonpoc 06 stuonatoreHeze HMJ/IK octaeTcs
JIMCKyTabebHbIM.
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Kamm
MHO>KE€CTBEHHbIMN TYpOy/IEHTHbIMU MOTOKaMHU B He-
KOMMaKTHOM cJ/loe.

3. [onnneporpamma naymeHTa C npuU3Ha-
HEKOMMNaKTHOCTU JIEBOro J>Keayaodyka C

Buvidesssiom HecKko/s1bKo munos
3a60.s1e8aHUSA

Cungpom HMUIK, Taun 1 HacienyeTcd 1o ayToCOM-
HO-ZIOMUHAHTHOMY Tuny. [Ipy aToM Tune Hab/OAAET-
Csl KaK M30JIMpoBaHHbIM cunapoM HMJIXK, Tak u ero
coyeTaHHe C NOpoKaMU cepAua. Yaie Bcero BcTpeya-
10TCsl JepeKTbl MeXIpeAcepHONH NeperopoAKH, U3o-
JINPOBAHHBIM UM MHOXeCTBeHHble JepeKThl MexoKe-
JIy,0YKOBOH Neperoposiky, CTeHO3 JIErOYHbIX apTepUH,
O/IHAKO ONMCaHbl U HEKOTOPbIE pyrye BUJ bl TOPOKOB.
[IpyyuHOM 3TOro 3a60JieBaHUsA SIBJAIOTCA MyTallUu B
reHe AUCTPOOpeBHHA, KOTOPBIHA PACIOJIOKEH B JIOKyCe
18q12.1-q12.2 [27, 30, 40].

Cungpom HMUIK, Tin 2 HacjienyeTcd 10 ayTOCOM-
HO-ZIOMUHAHTHOMY TULy. [Ipy 3TOM TuUne, Kak MpaBuUJIo,
He HabJiogaeTcs couetaHuss HMJIXK ¢ nmopokamu cepa-
1a. ['eH, oTBeTCTBEeHHBIH 3a 3TO 3a60J1IeBaHUe, B HACTO-
sllee BpeMsi HEM3BeCTeH, OJJHAKO KapTUPOBAH JIOKYC
11p15, cuenyieHHbIH ¢ 3TUM 3a60JieBaHueM [27, 34, 40].

Cunapom HMJIK, X-cuenjieHHbIii TUI Hac/leLyeT-
¢l Mo X-ClienJIEHHOMY pellecCCUBHOMY TUIY. YKeHIUHBI
MOTYT SIBJSATBCA HOCUTEJNbHULAMU MYTAaHTHOTO IeHa,
npu 3ToM y HUX ecTb 50% BepoATHOCTb HepeAaThb

THEX -S0NOD
T

100mm
aCARDIAC
PENETRATION
n

A-SLATE

Puc. 4. Meron Ko/siMn4eCTBEHHOro onpeaesieHnss cre-
rneHn HEeKOMINaKTHOCTU MUoKapAa.

DHaJ1

reH, HeCyLIMH MyTalMI0, CbIHOBbSIM. Bce fouepu xeH-
IIMH-HOCHUTEJbHUL, 6yAyT 3/0pOBbI, HO NMOJIOBUHA U3
HUX TaKkXke O6yyT HOCUTeJbHUILIAMU MYTAaHTHOTO r'eHa.
JlaHHBI BapHUaHT 3ab0JieBaHUS pa3BHUBAeTCs B pe-
3ysibTaTe MyTanuit B reHe G4.5 (TAZ), pacmosioxkeHHOM
Ha X-xpoMocoMe B 06s1acTi Xq28. ITOT reH KOAUPYeET
6esiok Tadasz3uH, KOTOPBIN fABJsSETC HEOOXOJUMbIM
CTPYKTYPHbIM KOMIOHEHTOM MeMOGpaH CKeJleTHOH U
Cep/leyHOH MBI, TPUHKUMAET ydyacTue B MopdoreHe-
3e MHOKapaa [27, 34, 40].

KiinHuka

Bblpa>keHHOCTb KJHWHUYECKOH CHMITOMAaTHKHU 3a-
BUCHUT OT paclpoCTpaHEHHOCTH Mpolecca. [IpusHaky,
KaK IpaBUJIO, NPOSBJAIOTCA y)Ke B IeTCKOM UJIU IOHO-
11eckoM Bo3pacTe. 3aboJieBaHHe NPOSBASAETCA MOCTe-
NeHHBbIM HapacTaHUeM CHMIITOMOB CepJleYHOH HeJo-
CTAaTOYHOCTH, KeJIy[J0UKOBbBIMU HapyLlIeHUsIMU cepJey-
HOTO PUTMa Y NPOBOJUMOCTH. Y 4YaCTH 60JIbHBIX MOTYT
BBISABJIATBHCS HEKOTOpPble CUMNITOMBI CMHJpoMa bapTa.
Takxe BO3MOXXHO popMUpOBaHUE TPOMOGOB B 06/1aCTU
TpabeKyJ C pa3BUTHEM TPOMOO3IMOOJIUUECKHUX OCJI0XK-
HeHU. B psje ciaydaeB onucaHo coyetanue HMJIXK c
MblllleyHOU aucTpodueit bekkepa, a Takke aHOMaIUs-
MU pa3BUTHS JIULEBOTO Yyepena.

[IporHos 3a6oJieBaHUs JOCTATOYHO HebJIAaronpusT-
HbIH. [1o JaHHBIM NPOCIIEKTUBHOTO MCCJIel0BaHHUA B Te-
yeHHe 7-J1eTHero HabJilojeHUs1 CMePTHOCTb COCTaBU/I1a
22 %. IlpyyrHaMU CMepTHU ABJIAIOTCA TepMHUHaJbHAA
cep/iedyHas HeJ0CTAaTOYHOCTb JIM60 daTabHble Hapy-
meHust putmal18, 29, 30, 37].

JAMarHocTuka

JlMarHo3 ycTaHaBJMBaeTC HA OCHOBAaHWUU JaHHBIX
BU3ya/IM3aLlMOHHBIX HcCae0BaHUNA. OCHOBHBIM NpH-
3HAaKOM 3a60J/ieBaHUsA SABJIAITCA IIyO0KHe TpabeKyJibl
B MHUOKap/e JIeBOro >KeJyZouKa cepilia U/WUId Mex-
»KeJIyZ,0uKOBOM neperopozke. Yaie Bcero naToJioTu-
YeCKUH Npolecc JIOKaJIU3yeTcss B 06J1acTH BepXyLIKH
cepAla, HIKHEN U GOKOBOM CTEHKax JIEBOTO XKeJy/[04-
Ka.

OcHoBHBIM MeToA0M auarHoctTuku HMJIK saBasieTcs
yJIbTPa3ByKOBOe HcCIej0BaHue cepAana (puc.l, puc.2.).
CucTreMaTU3UpOBaHHble 3X0KapAHorpadpuieckrue Kpu-
TePUU JUArHOCTUKH H30JMPOBAHHOM HEKOMIIaKTHO-
CTU MUOKap/a npeaJjioxkeHnsl R. Jenni [22] u E. Oechslin
[29]. OHuU Jier1M B OCHOBY BbIJIeJIEHUS 3TOU MATOJIOTUU
B OT/ie/IbHbIH CHUH/POM U NpeAJoXKeHbl aBTOPAMHU AJ1Is
BbljleJIeHHs] B CAMOCTOsITeJbHYI0 GOpMy KapJHOMHO-
NaTuM, HapsAy C AWJIaTallMOHHOM M runeptpoduye-
ckoil. K sxokapauorpadpuueckum kputepusam HUHIK
OTHOCHAT:

e yrosieHue creHku JIXK 3a cueT ype3amepHoO
BbIJIAIOIIUXCS B TOJIOCTh XKEJIYA04YKa TPAOEKYII C TJIy-
GOKHMU MeXTPabeKyJsIpHbIMUA CUHYCAMU, COCTABJISA-
IOIMMU HEKOMIIAKTHBIN CJI0U. ITOT CJIOU U3MepsIeTCs
B MECTE ero HauGoJIbIlleH TOIIMHbI B KOHLE CUCTOJIbI,
MpUYEM COOTHOILIEHHE HEKOMIIAKTHOTO CJIOSI K «IIJIOT-
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HOMY» UCTUHHOMY MUOKapJUaJbHOMY CJIOIO JI0JI’KHO
ObITH OOJIbLIE 2;

® BU3yaJIM3alMIO0 IPU IIBETHOM JIONIJIEPOBCKOM Kap-
TUPOBAHUH INIyGOKUX MEXTPAGEKYISIPHBIX CHHYCOB,
COEJIUHSIIOIMXCS C MOJIOCTBIO JIEBOTO XKeJTyZj04YKa C
MHOECTBEHHBIMH Typ6YJI€HTHBIMU IOTOKaMH KPOBH
B HUX;

® HaJIMYMe MHOXKECTBEHHBIX aHOMaJIbHbIX TPAGeKyI
(xop/1) B MOJIOCTH JIEBOTO JKEJIYA0YKA, OMPe eSO IINX-
csl MPEUMYIIECTBEHHO U3 4-KaMepHOU MO3UIUH;

® OTCYTCTBUE IPYTrOi OpraHUYeCKOM MaToJIOTHU
CTPYKTYP CepAlia ¥ COCy0B (B cyvae U30JUPOBAHHO-
ro CHHApOMa).

[Ipy npoBeJeHUU MarHUTHO-PE30HAHCHON TOMoO-
rpaduu BbIABAAIOTCA Cy63HL0KapAUaibHble JedeKThl
nepdysuu. lMarHocTU4ecKd 3HAYUMbIM NPU MarHUT-
HO-pPe30HaHCHOM HCC/Ie[J0BaHUU SIBJISETCA COOTHOLIe-
HHe HEKOMIIAKTHOTO €J105 K KOMIAKTHOMY> 2,3,

[ny6okue MeXMbIlIeYHble TpabeKysbl 06pa3yoT
6J1aronpUATHBIE YCA0BUSA [/ 3aMe/JIEHHOT0 U TypOy-
JIEHTHOT'O JBMXXEHMSI KPOBU B HUX, UTO yBeJUYUBAET
pUCK 06pa3oBaHUs TPOMO0IMOOIUYECKHUX OCJIOXKHE-
HUM. Ha axokapjuorpaMMax B MONeEpeYHbIX CeYeHUsX
JDK ceTb Tpabekys, cocTaBjsoliasg HEKOMNAKTHYIO
YacTb MHOKapJa, HAaNOMHHAaeT Kpy:KeBO, BJarollee-
cs B nosiocTb JIK, Mexly ajleMeHTaMU KOTOPOro Ha
JloNnJieporpaMMax BHUAHbI MHOXXeCTBEHHble TypOy-
JIeHTHble NTOTOKU KpOBHU (pUcyHOK 3). UMeHHO B 3THX
MeXTpabeKyJsAPHbIX JaKyHax U 00pa3yloTcss TPOMOBDIL.
[lono6Hass KapTUHA pacleHHMBaJjJach paHblle B psje
cy4aeB KakK NMPHU3HAKU MUOKapauTa A6pamoBa-®Puj-
Jlepa c TpoM6aMu Ha GOHe CHU>KeHUsI COKPAaTUTebHOH
CNoco6HOCTU MHUOKapAa. /lokazaHo OTCYTCTBUeE BOCHa-
JINTeJIbHbIX MapKepoB NPU CUHAPOMe W30JMPOBAHHO-
ro HekoMmnakTHoro JIXK, 4To cHsJIo Bollpoc 0 Bocnasiu-
TeJIbHOW NpUpo/ie 3a60/1eBaHUs.

OOBIYHO «HEKOMIAKTHOCTb» MOPAXKAeT Bepxylliey-
Hble U cpefHue cerMeHThl JK. HapylweHnus cokpartu-
MOCTH MOTYT KacaTbCsl He TOJIbKO CETMEHTOB C SIBHbI-
MU YepTaMU HEKOMIAKTHOCTH, HO U MHUOKapZa BCero
YKeJIyA,04yKa, YTO NMPUBOAUT K CHW)XEHHUIO IJ1I06aJbHOHN
COKpaTuTe/NbHON QyHKIMHU cepALa. B tuTepatype onu-
caHbl cay4yad ¢pakLuy BbIGpOca JIEBOTO >KeJly[0uKaB
npenenax 12-38 %, onnako B 12-20 % cayyasix o61as
COKpaTHUTe/IbHasl CIOCOOHOCTD AJUTENbHOE BpeMs CO-
XpaHsIach.

C. Lilje u coaBTopamu B 2006 r. [9] 6bL1 mpeAJio-
YKEH MEeTO/, KOJIMYeCTBEHHOTO Olpe/ie/leHUs1 CTeleHU
HEKOMNAKTHOCTH MMOKapZa MO COOTHOILIEHUIO CJ0s
«IJIOTHOT'0» UCTUHHOT0 MUOKap/a (X) K ToJIuHe Bcel
CTeHKHU cepana Ha ypoBHe Bepxyuiku JIXK (Y) (puc. 4).
BennuynnHa cootHoueHnus 0,33-0,26 Obliaa paclieHeHa
KaK «MSITKasg» HEKOMIIAaKTHOCTH, 0,25-0,2 - ymepeHHad,
MmeHbIe 0,2 - Tskesas. /laHHast BeJIMYKMHa 6bljia BBee-
Ha Kak [IPOTHOCTUYeCKHUH NPU3HaK JajibHelIero pas-
BUTHSA 3a00JIeBaHUSI U BO3SHUKHOBEHMSI OCJIOKHEHUH,
MIOCKOJIbKY TECHO KOPpPeJMpoBaJa co CTeNeHbI0 U CKO-
pPOCTBI0 Pa3BUTHS cep/ledHOM Hel0CTaTOUYHOCTH.

HekoTopble aBTOPEHI e/1al0T aKLeHT Ha TpaHc33oda-
reaJibHOM axokapauorpaduu Kak Ha MeTO/ie, O3BOJIS-

IoleM BepUPUIUPOBATh JUarHO3 TOUHee, 4YeM NPU UC-
N0JIb30BAHUM TpPaHCTOpaKaJbHOM 3xXoKapzuorpaduu
[37].

B oTAe/bHBIX Cy4dasx 06/1er4YuTh AUArHOCTUKY MO-
I'yT MarHUTHOPEe30HaHCHOe HUcC/Iej0BaHUe U KOMIIbIO-
TepHas ToMorpadus [24]. XoTs 3TH MeTOAbI 06/1aJa0T
60JIBLION paspeluarolieid CIOCOGHOCTBbIO W OMUCAHBI
KaK OYeHb IlepCreKTUBHble AJA BbiABaeHUsa WHIDK,
pe3yJbTaThl, IOJy4eHHble IPU UX NPUMEHEeHUH, MaJlo
onuvcaHbl B juTtepatype. [lo faHHbIM Y. Hamamichi u
CO0aBTOPOB [16], c MOMOII[bI0 KOMIIbIOTEPHON TOMOTpa-
$UU MOXXHO BBISIBUTb KaK paHHHUe NPU3HAKU HEKOM-
NAaKTHOCTU MUOKap/a, TaK U pa3/IMyHble CTeleH! 3TOo-
ro cuHjpomMa. Ho Ha JaHHBI MOMEHT He pa3paboTaHbl
AuarHoctudyeckne kpurtepuu HMJDK, nosydyeHHble c
noMoupi0 ToMorpadruu. MarHUTHOpPE30HaHCHOe HC-
clefloBaHME B HaCTosllliee BpeMsl TaKKe MaJio pUMe-
HAT AJs guarHoctuku HMJIK, XoTs 0HO Tak»Ke MOXKeT
OBbITh METO/IOM BbIGOpA MPHU IJIOXOH BU3yaU3alUHU.

C. Lofiego u coaBTOpHI [24] Cc MOMOLIHI0 TO3UTPOHHO-
3MHUCCHOHHOW TOMOTpaduy KOJUYECTBEHHO OL€HUJIN
pervoHapHbIN KOPOHApHBIA KPOBOTOK B MOPa)KeHHBIX
HEKOMNAKTHOCTbI0 M HOpMasbHbIX cermeHTax JIXK y
12 manueHTOB C JoKa3aHHbIM AuarHozom HMJIXK. Ha-
pyllleHHe perduoHapHoi nepdys3uu BoisiBjieHO B 60 %
NOpa)KeHHbIX CETMEHTOB, Torja Kak B 90 % HopMasb-
HbIX CETMEHTOB KPOBOTOK 6bl1 HOpMasbHbIM. OHAKO
B TO >Ke BpeMsl KOpOHAPHbIH pe3epB OblJ pe3K0 CHUKEH
B y4YaCTKax TMIOKHHE3UH, KOTOPYI0 PerucTpupoBaIu
KaK B U3MeHeHHbIX cerMeHTax JIK, Tak U B HenopaxeH-
HBIX y4acTKax.

KopoHaporpaduto pekoMeH/J0BaHO IPOBOJUTH BCEM
nalMeHTaM € IpU3HaKaMM HeKOMIIAaKTHOI'0 MHUOKapAa
crapute 30 JieT A/ UCK/IIOUYEHUsI TIEPBUYHOTO NIopake-
HUS BEHEeYHbIX apTepui. X0Ts NpHY ayTOICUU IPU3HAKU
MHO>XeCTBEHHbIX 04YaroB HEKPO30B B CepZileYHOM MbIIl-
1le, B yTOJIIleHHOM 3H/0Kap/e ¥ B TpabeKyJax y naru-
entoB ¢ HMJ/I’K oTMevatoT MHorue aBTOphI [19, 21],
OHU HOCAT BTOPUYHbIHN XapakTep Ha GpOHe OCI0KHEHUH
OCHOBHOTO CHUH/JApPOMa.

JleyeHue

Cnenududeckoro JiedeHus: npu cuHgpome HMJIK
B HacTosllllee BpeMs He CyLeCTByeT. B psAze cayvaes
BO3MOXXHO XUpypruyeckoe jedeHue. [IpoBoauTcs Je-
YyeHHe cep/leyHON HeJ0CTaTOYHOCTH, HapylleHUu! cep-
JIeYHOT0 pUTMa U NPOBOAUMOCTH MO OOLENPUHATHIM
npaBusiaM, NpodPuIaKTUKA TPOMOOIMOOJIUIECKUX OC-
JIOXKHeHUH. ITHOTponHOe JiedueHrue HMJIJK HeusBecTHO
Y, BepOSITHO, Ha [JaHHOM 3Talle pa3BUTUSA MeJULUHBI
HeBO3MOXKHO. HeKoTOpbIM 60JIbHBIM peKOMeHAYIOT
nepecajiKy cepAua. BoabHBIM €O «3/710Ka4eCTBEHHBIMU»
HapylIeHUsIMU pUTMa Heo6xX0AMMa yCTaHOBKA KapHo-
BepTepa-AedubpuisTopa. B cBoeit pabote C. Lofiego
Y COaBTOpPHI [24] NpUBOAAT omnucaHue 4 NalMeHTOB C
3MU30/laMU KeJYI0YKOBOM TaxukKapAuu U ¢paxkuuei
Bbl6poca MeHee 35 %, KOTOpPbIM AJi1 NPOPUIAKTUKU
BHe3allHOM CMepTH OblI UMIJIAaHTUPOBAH KapAuoOBep-
Tep-AedubPUIIATOD, a TaKXKe 4 NalMeHTOB, KOTOPbIM
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IpU HapacTawued 6UHOAANbHON AUCPYHKIMU ObLIA
npoBeZieHa UMIUIAaHTALUs GUBEHTPUKY/ISIPHOTO BOJHU-
TeJsl pUTMa.

IIporuos

[IporHo3 6GosabHbiXx ¢ HMJ/IXK 3aBucuUT oT o6beMa
MOpa)KeHHbIX CErMeHTOB, O0OLlell COKpaTUTeJbHOU
CNOCOOGHOCTU MMOKap/ia, BpeMeHU BO3HUKHOBEHUS U
CKOpPOCTM HapacTaHMUs CHUMIITOMOB cepZiedYHOH HeJo-
crtatoyHocTH. [lo gaHHbIM 1. Jedlinsky u coaBTopoB [16]
CMEepTHOCTb B TeyeHUe 6 jeT coctaBuaa 50 %. U3 34
00JIbHBIX, HA0JII0AaeMbIX B uccaegoBanuu E. Oechslin u
C0aBTOpPOB [29], HAa NpOTsXKeHUU 44 MecsleB, yMepJio
12 nanueHTOB (y 6 60OJIbHBIX Oblla AUAarHOCTHPOBAHA
BHe3allHas cepfieyHasi CMepThb, y 4 — TepMHUHaJbHas
cep/iedyHasl He[JOCTaTOYHOCTD), 4 NalMeHTaM Npou3Be-
JleHa nepecasika cepAla, 4 ycTaHOBJIEH KapAUOBepTep-
nedubpusnsatop. [lo ganHsiM C. Lilje u coaBTopos [11],
B JleTCKOHM momynsuuu 3a 12 MecsueB HabGJ/rofeHUs
JeTalbHOCTb 60abHBIX ¢ UHJI)K cocTtaBuia 17,1 %. M.
Ritter 1 coaBTOpHI [32] oTMeTHIH, YTO U3 17 manueH-
TOB yMepJiu 8 (47 %), y 2 - 6blyla Ipou3BesieHa TPaHC-
IJIaHTauusa cepauna. Oco6eHHO HeraTUBHBIM NMPOTHO3
HabJII0ja/u ¥ alMeHTOoB ¢ ¢pakijvell BbIOpoca MeHee
35 %.

XoTs cuHApoM HekoMmnakTHoro JIJK 6bl1 BnepBblie
onucaH okoJso 20 JieT Ha3aj, TeM He MeHee [0 HacTos-
1lero BpeMeH! He onpe/ie/ieHO OTHOLIeHHe K 3TO! naTo-
JIOTMM Ha oQHLIMAJIbHOM YPOBHE, He YTOUHEHBI BONPO-
Cbl TEDMHHOJIOTUU U Kjaaccupukanuu. PekomMeHnganuu
10 MarHOCTHKE U JIeUeHUIO He CUCTeMaTU3UPOBaHbI U
He KOHKPETHBI, B CBAI3Y, C YeM 3a60/1eBaHMe Pe/IKO Aua-
THOCTUPYIOT Y 3a4acCTyI0 Hea/leKBaTHO NIPOBOJSAT Jieye-
HUe. B To ke BpeMs He6J1aronpUsATHLIA NPOTHO3 U BbI-
COKasl JIeTaJIbHOCTb IPU CUHAPOMe HEKOMIAKTHOCTH
MHOKapAa onpeJessioT He06X0AUMOCTb ero paclo3Ha-
BaHWA Ha PaHHUX CTAJUAX U JUPPepeHIIMPOBAHHOTO
M0/IX0/la K JIEYeHUIO B 3aBUCUMOCTH OT TS>KEeCTH COCTO-
SIHUS1, 0COOEHHOCTEeN TeyeHHs 3a60J1eBaHUs 60JILHOTO,
NPOSABJAIIMXCA CepAedHON HeJ0CTaTOYHOCThIO, da-
TaJbHbIMM HApyLIeHUsIMU PUTMa C HCIO0Jb30BaHUEM
COBpEMEHHBIX MeTO/l0B KaK KOHCEepBAaTUBHOIO, TaK U
XUPYyPTrU4ecKoro JieyeHusl.
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HexkoMnakTHUU MioKap/ J1iBOT0 LIJIyHOYKA

0.B. Ywakos, 1.A. [opaHceka, H.10. /[l[panenko

HexommaktHuii Miokap JIiBOTO IIUTYHOUKa ab0 ry0yatacThii MioKap/i, € piIkiCHOO
BPOJKEHOIO KapioMiorariero, sika BiAHOCUTBCA 10 KaTeropii HekyacudikoBaHUX
Kap/iomionariit. B orsai npezcrasieHi BiJOMOCTI PO €TiOJOTi0, TaTOreHe3, KIiHIKY,

,Z[iaFHOCTI/IKy Ta METOAU HiKyBaHHH.

KitrouoBi citoBa: HEKOMIIAKTHUI MiOKap/I, KJIiHIKa, JIarHOCTHKA, JIIKyBaHHS.

Non-compaction of the left ventricular myocardium

A.V. Ushakov, LY. Goryanskay, N. U. Dranenko

Non-compaction myocardium of the left ventricle or “spongy myocardium”, is a rare con-
genital cardiomyopathy, which belongs to the category of non-classified cardiomyopa-
thies. This review provides information about etiology, pathogenesis, clinical manifista-

tions, diagnosis and methods of treatment.

Key words: non-compaction myocardium, clinical, diagnosis, treatment.
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