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2 KadbeApa TPAHCTAGHTOAOMMM M MCKYCCTBEHHBIX OpraHoB NlBOY BIMO «MepBbit MOCKOBCKMM
rOCYAQPCTBEHHbINM MEAMLIMHCKMI YHMBEPCUTET MMeHM UN.M. CevyeHoBan MmH3ApaBA Poccmm, MOCKBQ,
Poccuinckad Peaepaums

B craree mpezncraBieH 0030p JIMTEpaTyphl MO Pa3IMYHBIM aCHEKTaM HEKOMIAKTHOM Kapauomuonartuu. He-
KOMIIAKTHAs! KapANOMHOIIATUSI — OTHOCUTEIBHO PEIKOE BPOXKIECHHOE 3a00JI€BaHUE CepAlLa, XapaKTepHU3yolle-
€Csl Ype3MEepPHBIM Pa3BUTHEM TPAOCKYSIPHOW CETH M TIIyOOKMMHU MEXTPaOCKyJISpHBIMU BIIaJMHAMH MHOKap/a
xemymoukoB. Hanbosee yacto BcTpeyaercsi HEYIIIOTHEHHBIH MHOKap/ JieBoro kenynouka (HMJIDK). HMJDK
MOXET OBITh M30JUPOBAHHBIM MJIH COCYLIECTBOBATH C IPYTUMH KapAHAJIbHBIMUA M CHCTEMHBIMUA aHOMAJIHSMHU.
HeymiotHenne AuarHOCTHPYIOT, MCHOJb3YSl 3XOKapAUOrpadHio MM MarHUTHO-PE30HAHCHYIO TOMOTIpaguIo.
Knuangeckue nposiBieHus BappbUPYIOT B LIMPOKUX MpeesiaX — 0T 0€CCHMITOMHBIX HallMEHTOB /10 MallUeHTOB
C JKETYTOYKOBBIMH apUTMHSIMH, 3aCTOMHON CEpICUHON HEAOCTATOYHOCTHIO B TPOMOOIMOommssMu. Hexommakt-
HBI MHOKAapJ SIBJISIETCS HEPEIIEHHOM KIIMHUYECKOH 3a/1a4eil B CHUIIy HEIOCTaTOYHOW TOYHOCTH HEMHBA3UBHOU
JUAarHOCTHKH U CTPATU(QHUKALIUH MAIIMEHTOB, OTPEEIICHHSI TPOTHO3a U B PsiJie CIyYaeB — TAKTUKH UX JICUCHHS.

Kniouesvie cnosa: nexomnaxmuas KapduOMuonamuﬂ, HEKOMNAKMHbBILL Muomp() J1e602c0 omeﬂydouka,
MMOKapaua]leble MOCMUKU, MEXAHUKA CKPYYUBAHUAL.

NONCOMPACTION CARDIOMYOPATHY

LM. Iljinsky" 2, N.P. Mozheyko', A.O. Shevchenko' *

"'V.I. Shumakov Federal Research Center of Transplantology and Artificial Organs of the Ministry
of Healthcare of the Russian Federation, Moscow, Russian Federation

2|.M. Sechenov First Moscow State Medical University, Department of transplantology

and artificial organs, Moscow, Russian Federation

In this article, the review of the literature on various aspects of the noncompaction cardiomyopathy is presen-
ted. Non-compaction cardiomyopathy is a relatively rare congenital heart disease characterized by an excessive
prominence of trabecular meshwork, and deep recesses of the ventricular myocardium. The most frequent is left
ventricular noncompaction (LVNC). LVNC can occur in isolation or coexist with other cardiac and systemic ano-
malies. Noncompaction can be detected with an echocardiography or cardiac magnetic resonance imaging. The
clinical presentation varies ranging from asymptomatic patients to patients who develop ventricular arrhythmias,
heart failure, thromboembolism.
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HexomnakTHast kapauoMuomatusi — BPOXKIEHHOE
3a0osieBaHME, Al KOTOPOIO XapaKTepHa BbIPaXKEH-
Hasg TPaOeKyIsIpHOCTh MMOKapAa JICBOTO KETyHdouKa.
B nacrosmiee BpeMs IPUKU3HEHHBIN JUArHO3 HEKOM-
MAaKTHOTO MHOKap/ia CTaBUTCSI HA OCHOBAaHUM HEWHBA-
3MBHBIX HCCIIEOBaHUN — YJIBTPa3ByKOBOTO HCCIIENO-
BaHMs, PeXE — MAarHUTHO-PE30HAHCHOM TOMOrpaduu.
Habmonenus B @eaepanbHOM LEHTPE TPAHCIIAHTOIIO-
TUU U UCKYCCTBEHHBIX opraHoB uM. ak. B.W. lllymako-
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cIemoBaHue CEepAIa, YAAJICHHOTO TIepe/ TpaHCIIaHTa-
el TOHOPCKOTO Cepla, ObUT MOATBEPKIACH TUATHO3
«HEKOMMAKTHBIN Muokapm» [1].

HpOI‘HO?: MalueHTOB ¢ HCKOMITAKTHBIM MUOKapAaO0OM,
JAUArHoCTUPOBAHHBIM IIPH MMOMOIIN HCUHBA3UBHBIX MC-
TOJIOB UCCJIEIOBaHUS, HEOAHO3HAYCH, YTO HE MOXKET HE

Hast xoppecnonaenuuu: Mnsunckuit Uropes Muxaiinosuu. Anpec
Ten. (926) 811-84-55. E-mail: iiljinsky@mail.ru.

: 123182, Mockaa, yn. Lllykunckas, 1. 1.

For correspondence: Iljinsky Igor Mihajlovich. Address: Apt. 1, Shchukinskaya st., Moscow, 123182, Russian Federation.

Tel. (926) 811-84-55. E-mail: iiljinsky@mail.ru

146



OB30OPblI AUTEPATYPDI

CKa3bIBaTbCs Ha BHIOOPE TAKTUKHU JICUEHUS ITHUX IMallU-
€HTOB, OMpENEJIeHNH MOKa3aHUM K TpaHCIUIaHTAIUH
cepaua. CoBpeMeHHasl TAKTUKA BEJCHUS TaKUX IMalu-
€HTOB OCHOBBIBAETCSl Ha pe3ysbTaTax OLEHKH (yHK-
IUOHAJIBHON CIIOCOOHOCTH CepALa, KOTOpasi B MEPBYIO
o4epenb XapaKTepU3yeTcsl TOJIEPAHTHOCTBIO K (usu-
YECKOM Harpyske, a TAKKe PUCKOM Pa3BUTHSI JKU3HEYT-
POXKAIOIINUX apUTMUI 1 TPOMOOIMOOINIECKUX OCIOXK-
HeHul. Tak, HampuMmep, y MalUEHTOB ¢ COXPAaHEHHOU
TOJIEPAHTHOCTHIO K (PM3NUECKON Harpy3ke M OTCyTC-
TBUEM XHU3HEYTPOXKAIOIMX HAPYLICHUH PUTMa MOXKET
OTMeYarThbCsi ONaronpusATHBIA MIPOTHO3, U TAaKUE Ialu-
€HTbl MOT'YT ObITh CKOMIICHCHPOBaHbI Ha (poHE Menu-
KaMEHTO3HOH Tepanuy ¢ NCIOJIb30BAHNEM MPETIapaToB
unrudutopoB AIl® u B-agpenodnokaropos. B To ke
BpeMsl y MAI[MeHTOB C HU3KUM CEpJIEYHBIM BHIOPOCOM,
HaJIMYMEM TPOMOOB B TOJIOCTSIX cepla OTMEYaeTCsl
BBICOKMI PUCK HEXeNaTeIbHBIX CeP/IeYHO-COCYIUCTHIX
COOBITHIA, © OCHOBHBIM METOZIOM JICUCHUS, TIO3BOJISIO-
IIMM COXPaHUTb )KU3Hb M BOCCTAHOBUTH TPYAOCHIOCO0-
HOCTb, SIBJISIETCS TpaHCIIaHTauus cepana [2].

VY4uuThIBasi BBIIIECKA3aHHOE, HEKOMMAKTHBI MHO-
KapJ NpeACTaBlIsieT CcO00H HEpeleHHYI0 KIMHUYe-
CKYIO 3aJa4y B CHJIy HEJOCTaTOYHOM TOYHOCTH HEWH-
Ba3MBHOM JMAarHOCTUKU M CTPATH(PUKALIUK [TAL[HEHTOB,
OIpEIENICHNUs NIPOrHO3a U B PSJE CIIy4yaeB — TAKTHKH
ux JedeHus. B Hacrosimem o0030pe mpuBEOeH cUcTe-
MaTUYECKUH aHalU3 Pa3/IMuHBbIX ACIEKTOB MPOOIEMBI
HEKOMIIAaKTHOTO MHOKap/a.

HexommakTHass KapJUOMHOINIATHS — BPOXKICHHAS
MaTOJIOTHSl MUOKAp/a, MPHU KOTOPOIl B OJHOM WM He-
CKOJIFKAX CErMEHTaX MHOKap/a JKeJIyJ0uKoB Mpeodiia-
JaeT HEKOMIIAKTHBIM TPaOeKyJSIpHBIA CJIOW HaJ KOM-
MaKTHBIM clioeM [3—6]. Tak kak npu 3ToM 3a00JIeBaHUH
Yaie BCEro M3MEHCHUs JIOKAIM30BaHBI B MHOKape
JIEBOTO JKEJTY/I0YKa, paCIIPOCTPaHEHHBIM SBIISIETCA TEp-
MUH «HEKOMITAKTHBI MHOKAp/ JIEBOTO KEIYI0uKa
(HMJTX). Bnavane sto 3aboneBanue ObuIO 0003Ha-
YeHO KaK «CIOHTHMO3HBIM MHOKapa», XapaKTepu3yro-
HIMACS MOP(QOJIIOTHYECKUM HapyLUICHUEM CTPYKTYpPbI
TpaOeKyl B BHJE «IEPCHUCTEHTHBIX CHHYCOHIIOB» W
YTOJIIEHNEM MUOKapAraibHoro cios [7]. OaHa u3 nep-
BBIX pa0oT, B KOTOPOI OBLT UCIIONB30BaH TEPMHUH «H30-
mupoBanabiit HMJDK», npunaanexut R. Engberding u
F. Bender [8]. B 1990 romy 65u10 COOOIIIEHO O BOCHBMHU
nanueHtax ¢ HMJDK [9]. AMmepukaHckas accoranus
cepama (American Heart Association) OTHOCHT 3Ty Ta-
TOJIOTHIO K TIEPBUYHEIM Kapauomuonarusm [10], a E-
poreiickoe obmiecTBo Kapauonoros [11] n Becemupnas
OpraHM3anuy 3apaBooxpaHenus [12] — x «Heompene-
JIECHHOW KapJInOMHUOTIATHUI.

Panee cumrtamu, yto HMJDK sBnsercs penxkum
BPOXK/IEHHBIM ITOPOKOM CEp/ilia U OTHOCHUTCA K HEKJiac-
cuuuupoBaHHol Kapauomuomnaruu. [Ipu sxoxapau-
orpaduueckoM wuccienoanun HMJDK BwISBISIOT y
0,014% mnamuentoB [13]. Ilo Mepe ymyumienus nua-
THOCTUYECKUX METOJIOB OKAa3aJoCh, YTO OHO HE SIBIIS-

€TCsI TAKMM YK PEIKUM, HO MO-IIPEKHEMY UMEET MECTO
ero runoguarnoctuka [14]. Ilo maenmio R. Engber-
ding c coaBt. [15], yupexxaeHne perucrpa, KOTOPBIH
OBUT MHULIMMPOBAH HEMENKuM oOmiecTBoM «CoTpya-
HUYECTBO PYKOBOAAIINX OOJBHUYHBIX KapIUOJIOTOBY
(Arbeitsgemeinschaft Leitende Kardiologische Kran-
kenhausérzte), mokeT o0ecrieunTh NanbHeHIee ymyd-
HICHUE JWArHOCTUKH, CTpaTu(UKalMU pUCKa H Jieue-
Hust HMJIK.

Onucansl cinydyan perpeccurn HMJDK. Ilonarator,
4yT0 y yactu 0ombHBIX HMJDK Moxer ObITh mproOpe-
TeHHOH naronorueit [16, 17]. UsBectHsl npyrue ¢op-
Mbl HEKOMIIAKTHOW Kapaumomuonaruu. Tak, S. Ilyas c
coaBT. [18] cooOmmmi 0 BHE3aMHON CMEPTH JIBYX ITalld-
€HTOB, KOTOPBIE CTPAAAIN H30INPOBAaHHOM (OpMOIi He-
KOMIIAKTHOTO MHMOKapAa MpaBoro xeixynouxa. OnHako
HeKkoTopsle aBTophl [19, 20] ociapuBatoT cyiecTBoBa-
HHUE Takol (opMbl KapanoMuonaruu. [Ipu HekoMmakT-
HOU KapIUOMHOIIATHH MOKET ObITH OMBEHTPUKYJISIpHAsT
TUTIEPTPa0eKyIIpHOCTh MUOKapaa [21-23].

CoyeTaHue HEKOMIAKTHOH KApAMOMHMONATHU C
APYrUMH NOpoOKaMM cepaua. HexommnaktHast kKapano-
MHOMATUs ObIBAET HE TOJBKO M30JMPOBAHHON MAaTOJIO-
THEH, HO YacTO COYETAETCs C APYyTUMHU 3a00JIeBaHUIMHU
cepaua [4]. Tak, mo nanueiM B.E. Stahli ¢ coasr. [24],
n3 obmero koimdecTtBa manuentoB ¢ HMJDK y 12%
MMEIOTCSl WHBbIE Pa3sHOOOpa3HbIe IMOPOKH DPA3BUTHS
Cepjla: JBYCTBOPYATHIN aopTaibHBIA Kiaman (46%),
aHoManust DOmrerHa (25%), Terpaga Damino (8%)
u napyrue. B unccnemoBanmu G. Fazio ¢ coasr. [25]
HMJDK 0Obul u301MpoBaHHON NATONOTHEH y AEBATH
MaueHToB, a B 11 apyrux nadmonenusx HMJDK coue-
Tajucs ¢ AeeKToM IpeAcepaHoi neperopoaku (n = 4),
neheKToM MEeXOKeITyIOuKoBO meperopoaku (n = 4),
A0PTOIYJIbMOHAJIBHBIM OKHOM (n = 1), KoapkTauuei
aopTsl (n = 1) ¥ ¢ ABYCTBOpYATHIM aOpTaJIbHBIM Kila-
maHoMm (n = 1). M. Baskurt ¢ coast. [13] cooOmwmm o
nanuente ¢ HMJDK B coueranuu ¢ nekcTpamno3unueit
cep/ra, a TaKKe MPUBENN 1Ba APYTUX HAOIIOACHUS U3
WCTOYHUKOB JIUTEPATYPHI.

HexoMnakTHBI MHOKApPJ JIEBOIO KeJIYI0YKa B
COYETAHMH ¢ MUTPAJIbHON perupryranuei. Hexom-
MAKTHBIA MHOKapJ JIEBOTO JKEJIyJ04Ka 4acTo coueTa-
€TCsl C MUTPAJIBHON PErHpryTanuell pu COXpaHEHHOU
¢byHKIMH IeBoro xKenyaouka [26, 27]. [Ipu Takoii coue-
TAHHOH MAaTOJIOTUM HAOIIONAIOTCS CKIIEPO3 M KabIH-
¢uKanus CTBOPOK MUTpPaJbHOrO KiamaHa [28], u Kak
CIIEJICTBHE, PETPAKIMS CTBOPOK [29]. Bo3MoxkeH Takxke
paspbiB XOpA € KPOBOUBIHMSHUSAMH B CBS3U C MX MHUK-
coMaTo3HO# nereHepanueit [24, 30]. YV pebenka mpu
HMJIX B coueTraHunu ¢ MUTpajIbHOW peruprytaunueit
OBLTH OOHAPYKCHBI BEIpAKEHHAS THITEPTPOMHSI IMaInJI-
JSIPHBIX MBIIIL MUTPAJbHOTO KJanaHa W HIOKapAH-
anbHBIA GUOPO’TACTO3 C MPOPACTAHUEM COCTUHUTEIb-
HOW TKaHU B CyOdHIOKapIuabHy0 30HY [31].

AHomasius I0mTeiiHA — peAKUN BPOXKACHHBIN 10-
POK Cepala, XapakTepU3yIOILUIiCS anuKalbHBIM CMe-
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[IEHUEM CENTAILHON CTBOPKU TPUKYCIIUIATHHOTO Kia-
naHa. JTOT MOPOK MOXKET OBITh W30JMPOBAHHBIM HIIH
CoueTaThCsl C APYTMMH aHoMaiusMu cepaua. boree
yem y 70% manueHTOB aHOManus DOINTeiiHa codeTa-
eTcs ¢ jeekraMu B MEKIPEICEpAHON Meperopojke.
N3BectHO Takxke coueranue »tor anomanuu ¢ HMJDK
[32, 33].

B oxHoit n3 myOnukanutii [33] cooOmiaercs o 45-neT-
HEM MYXXYWHE, Y KOTOPOTO ObliIa aHOMalus D0ITeiiHa
Y KOTOPBI BHE3armHO yMep Ha pabore. AHoMamus D0-
mrelHa Oblla TUArHOCTHPOBAaHA B PAHHEM JIETCTBE.
[TaruenT yaoBIETBOPUTEIHHO TIEPEHOCHIT (PUZNIECKUE
Harpy3ku 10 27 nmeT. B aToMm Bo3pacte y maiueHTa B
CBSI3U C TSKEJIOW peryprurauueil TpUKYCIHIaJbHOTO
KJIAIIaHA U IEPEMEKAFOIECHCSI TOJIHOM aTPUOBEHTPUKY-
JIIPHOH OJI0KaJ0M PEe3KO CHU3UJIACH TOJEPAHTHOCTH K
Harpy3kam. OOMOpPOKH M TaXHapUTMHUHU OTCYTCTBOBA-
nu. [TanrieHTy BRIMONTHWIN perapaiuio TPUKY CIIHIaThb-
HOTO KJIalaHa U UMIUIAHTUPOBATIHN KapIuOCTUMYISITOP.
Pesynbrar ObUT «IIPEBOCXOMHBIN» M COXPAHSIICS B IO-
CIeNYIOLIUE roAbl. 3a BCe BpeMsi 10 CMEPTHU Y MALIUEHTA
COXpaHsJIach TOJIEPAHTHOCTh K (DU3MUYECKUM Harpys-
KaM, OTCYTCTBOBAJIM CUMIITOMbI QDUTMHUU U CEPACUYHON
HeAocTarouyHocTu. [lpu maromoroaHaTOMHUYECKOM HC-
CJIeIOBaHMMU ObLIa HaWJeHa NWIaTaIus MpaBbIX OTIie-
noB cepara. KopoHapHeie apTepun ObITH 0€3 aTolio-
THYECKUX M3MEHEHUH. JIeBhIi jkemymodek ObUT cierka
MAJIATHPOBAH C BRIPAKCHHBIMH TpaOeKyJaMu B o0Jac-
TH BEpXYyIIKH U B 33/THEOOKOBBIX CerMeHTax. B aTux xe
CEerMEHTaX — 3HAYUTEIHPHOE UCTOHUYCHUE KOMIIAKTHOTO
cyiosi MUOKap/a. B mocnexyromeM y ofHOTO U3 ChIHO-
Bell U3 JIBOWHHU YMEPIIEro ManueHTa ObLI JMarHOCTH-
poBan HMJIK.

Coueranne HMJIK ¢ MuokapamajibLHbIMU MOC-
THKaMHM. MuoKapIualbHbIi MOCTHUK TPEJCTaBIISIET
co00¥ TOHHENIbL B MHOKapJe, B KOTOPBIH «HBIPSICT
cyOanuKapanaibHasi BETBb KOPOHAPHOW apTepHH, a 3a-
TEM OISITh BBIXOAUT B CyO3muKap. Yare Bcero takue
MOCTHKH OOHapy)KMBAIOT 1O XOJAY IMEpeHEH MexoKe-
JIyAOYKOBOM BETBU JIEBOM KOPOHApPHOW apTepuu. XOTs
BIIEPBHIC «HBIPSHUEY DMHUKAPIUATHHON KOPOHAPHOMU
apTepuu B MUOKap/ OMKUCAaHO OYEHb 1aBHO — B 1737 ro-
1y Peiimanom [34], 10 cux nop poib MUOKapAHAIbHBIX
MOCTUKOB H3y4Y€Ha HEAOCTarouyHo. PaHee cuuTanu,
YTO MUOKapAHaIbHbIE MOCTUKH HE MMEIOT OOJBIIOTO
KJIIMHWYECKOro 3HaueHus. B Hacrosiee Bpems, C yr-
yONeHreM 3HaHUH 110 ATOM MaTOJIOTHH, TTOKa3aHO, YTO
UX HaJIMYUE CBS3aHO C BO3HUKHOBEHHEM KOPOHAPHO-
ro crasma, apuTMUH, UIIEMHHU, OCTPOTO KOPOHAPHOTO
CHHIpOMA M BHE3AIMHOH cMmepTH [35, 36].

VYV uenoBeka (popMupoBaHHE KOPOHAPHOTO KPOBO-
oOpareHus: mMPOUCXOJUT B TO K€ BPEMsi, YTO U TPO-
[eCC YIUIOTHCHHSI MUOKap/a KEIIyJOUYKOB — B TCUCHHE
5-8 Henens amoOpuorenesa [37]. [Toatomy dopmupora-
Hue HMJDK u MuokapauanbHbIX MOCTHKOB IPOHCXO-
JIUT yXe B Tiepuoj] aMOpuoreHnesa. B Hacrosiee Bpe-
Ma quarno3 HMJDK unu MuokapauaabHBIX MOCTHKOB

4acTO OCTaeTcs HepaclO3HAHHBIM, OMIMOOYHBIM WITH
3armo3AabIM U3-32 HEAOCTATOYHOTO 3HAHUS ATHX 3a00-
neBaHuil. TeM He MeHee B MOCIIEIHUE oAbl MOSIBUIOCH
00JpIIIe BO3MOXKHOCTEHW JUArHOCTHKH STHUX BUIOB Ta-
TOJIOTHH TI0 Mepe HAKOIUICHUS 3HAHWH U Pa3BUTH HO-
BBIX TeXHOJOTHH [38].

MpuokapauanbHble MOCTHKH He cemeliHoe 3abole-
BaHUE, HO SIBIISIETCS BPOXKACHHOW mnaronorueil. B or-
JUYre OT MHOKapAHalIbHBIX MOCTHKOB Yy 12-50%
nanuenToB ¢ HMJDK numeet mecto cemelinas npeapac-
MOJIOKEHHOCTh K 3a0oneBanuo [39]. Muokapuuais-
HbI€ MOCTHKH B ayTOTICHHHOM MarepHase JUarHOCTH-
pytot Oosiee yacto (5—56%), uem rpu kopoHaporpapuu
(0,5-12%) [40]. YacToTa coueTaHuss MUOKaApAUATbHBIX
MOCTHMKOB C JIpyT'MMHU BHJIaMHU TATOJIOTUH CepJilia He-
W3BECTHA, XOTS YCTAHOBIICHO, YTO MPH THUIepTpoduye-
CKOM KapMOMHUOIIaTHH OHM BeTpevatoTes y 41% mnanu-
enToB [41]. Ouens penko ObiBaeT couetanre HMJDK
¢ MHUOKapAHaJIbHBIMU MOCTUKaMU. B nuteparype, Ha-
yuHast ¢ 2006 roma Mo HacTosIIee BpeMs, COOOMA0T
TONBKO 0 ueThipex HaOmonernsx HMJDK B coueranuu
¢ MUOKapauanbHbIMU MOCTHKaMu [38, 42—44]. Bo Bcex
HAOTIONEHHSIX TAIIMeHTaMU ObLTH MOJIOJIbIE MY>KYHHBI.

Codveranne pa3auvHbIX (GOpM HEKOMNAKTHOI
KapAMOMHUONIATHH € APUTMOICHHOH KapAUOMMOIIA-
THel. B nmuTepatype coo0mmamT o eIMHUYHBIX HA0I0-
nenusix HMIDK, acconmnpoBaHHOTO ¢ apUTMOT€HHOM
JKEeITy04YKOBOM Kapanomuonarueir [45-48]. Omgnaxo
OCTaeTcs CIOPHBIM BOIIPOC, UIMEET JIN MECTO COCYIIIEC-
TBOBaHME JIBYX Pa3IMUYHBIX 3a00JI€BaHUMN W apUTMUS
apisiercst cumntomomM HMIDK [49]. Tpynno mudde-
penmupoBars n3onuposanuelii HMJDK ot cocymect-
BOBaHUS C apUTMOTCHHOM >KEITYIOUYKOBOM KapauMHUO-
natueit [20].

Eme Oosblie COOPHBIX BOMPOCOB BO3HUKAET IMpPH
OIICHKE COYETaHUsl MPABOXKETYIOYKOBOH HEKOMITAKT-
HOM KapAMOMHUONATUU C apUTMOIEHHOM >KETyd0uKo-
BO#l kKapnuomuomnarueil. HemaBHo ObUTO OKa3aHo, YTO
MOIU(UITUPOBAHHBIE  THATHOCTHYECKHE KPUTEPUHU
APUTMOIE€HHOW KapIWOMMOIIATUU MPABOIO KEIyI04YKa
9acTO HEOCTATOYHBI, YTOOBI ITOCTABUTH auarHo3 [19].
Maxkpo- U MHKPOCKOIIMYECKHE W3MEHEHHS TpH Tpa-
BOXKEJIYJIOYKOBOM HEKOMITAKTHON KapJAMOMMOINATUU U
APUTMOTEHHOM KEITYI0YKOBOM KapIUOMMOIIATUU UMeE-
IOT CXOJICTBO, TIO3TOMY TPYIHO UX I (HEepeHIIUPOBATh.
Tem Oornee TPyOHO OMNpPENEIUTh COCYIIECTBOBaHHE
9TUX BUAOB Kapauomuonaruu [18, 19].

JunadeTnyeckas IMopuonarus GopMUPYET BPOK-
JICHHBIC TIOPOKU Pa3BUTHS, BO3HUKAIOIIME IIPH IUIOXO
KOHTPOJIMPYEMOM caxapHoMm auabere matepu. Kapau-
aJbHBIC OPOKH HAOMIONAIOT B MSATh pa3 yalle, YeM MpH
HOPMaJIbHOW OepeMEHHOCTH. XOTS pPa3HOOOpa3HbIH
CHEKTp KapAuaJbHBIX MOPOKOB M3BecTeH, J.S. Woo ¢
coanT. [50] BnepBble IpUBETN HAOMIOICHHE OMBEHTPH-
KYJISIPHOTO HEYIUIOTHEHHUS! MUOKapla y HOBOPOXKICH-
HOTO, MaTh KOTOPOTO CTpajalia caxapHbIM IHAOETOM.
Kpome Toro, y HOBOPOXIEHHOTO ObLjIa TIPaBOCTOPOH-
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HSS aHOTHS, KaylaJbHBINA JHCTeHE3, MHOXECTBEHHBIE
JIe(eKThl ePeropoaKy cepaua u gyru aoptel. Mccie-
JIOBaHHE O0OMX JKEIyAOYKOB Cepilla IOKa3alo, YTO
MMEET MECTO CIIOHTHO3HBIA MHMOKAp[ KEIYIOYKOB C
YBEIUYCHHEM KoJnuecTBa Tpadekyi 6onee uem Ha 50%
TOJIILIMHBI MHOKap/a JIEBOTO JKelyno4uKa 1 0ojiee yeM Ha
75% TONIIKMHBI MUOKap/ia MPABOTo KENYyI0UKa, a KpOMe
TOr0, TUIOTIA3HUsI COCOYKOBBIX MBIUIL] IBYCTBOPYATOTO
Y TPEXCTBOPUYATOTO KIJIAMIaHOB.

G. Rao u J. Tauras [23] npencTaBwiId yHUKaIbHOE
HaOIONIeHNEe  OMBEHTPUKYISIPHOTO  HEKOMIIAKTHOTO
MHOKap/ia y B3pOCIOro MalHMeHTa ¢ AUCMOP(HU3MOM
JIMIIa, B TO BpeMs Kak MMOJOOHOE COYETaHHE MATOIOTHH
OBLIIO U3BECTHO TOJILKO B TIETUATPUUCCKOM MPAKTHUKE [9,
51]. HexoMmaKTHBIN MUOKApP/ JIEBOTO KEJIYJ0YKa YACTO
COYETAETCS C HEMPOMBILIEUHBIMU HAPYLIEHUAMH [52].

Ituonorusa. [lpununna 3aboneBaHus 10 KOHIA HE
BBISICHEHA, XOTSl PACKPBITHI HECKOJIBKO T€HETHYECKUX
MEXaHU3MOB, KOTOPBIE BOBJICUEHBI B IPEKpaIlleHNe pa3-
BUTHUSI MUOKapa B mporiecce smopuorenesa [39]. [Ipu
renetuaeckoit popme HMJIDK maTonorust MokeT OBITh
M30JINPOBAHHON MJIM COYETAThCS C APYTUMHU BPOXKJIEH-
HBIMHU JAe(eKTaMH MM TeHETUYECKUMH 3a00JIeBaHuUs-
MU. [1OBBIILIEHHBI PUCK HAJIU4YUsS F€HETUYECKUX Ha-
pymeHnii y wieHoB ceMbu manueHToB ¢ HMJDK Ob11
OTMEYEH yKe B paHHMX HccienoBaHuax [9]. [Toatomy
nocye auarHoctuku y naupenta HMJDK pexomenny-
eTCsl TIPOBEJIEHUE CKPUHWHTA ONMKaWIINX POJICTBEH-
HUKOB [39].

Myrtamuu B G4.5 rere Ha Xq28 XpoMocoMe TIPUBO-
JIAT y ieTedl K MHOrouuciieHHbIM X-linked xapauomuo-
natusiM, BkJrodas cunjapoM bapra u HMJDK [53-55].
OpHako 5T MyTallMu He ObUTH HaMIeHBI y B3POCIBIX
MAIMEeHTOB, Il KOTOPBIX XapaKTEpeH ayTOCOMHO-I0-
MHMHAHTHBIN TUI HAcaeaoBaHus [56].

[Tpu HMJDK o6Hapy&eHbl MyTallud U APYTHX Te-
HOB — o-aAucTpoOpeBrHa, FK-cBs3bIBatomero nporeu-
Ha-12 [57], OenkoB siAepHOl MeMOpaHbl U MUTOXOH/I-
puit [58], murockenera [59] u 6enkoB NOTCH myTtn
peryisiman MIB1 [60].

B Heckonbkux TyONMHMKanusx cooOIIaeTcst 0 My-
tanuu reHa gamuHa A/C (LMNA) nmpu HMJDK [58,
61, 62]. J. Finsterer ¢ coaBt. [63] B peruvike Ha cTa-
ThI0 J.J. Parent ¢ coaBT. [62] OTpHUIAIOT THOJOTHUE-
CKYIO CBSI3b MEXJy MyTauuen storo rena 1 HMJDK.
OHH 00OCHOBBIBAIOT 3TO TeM, 4To MyTamuun LMNA
BBI3BIBAIOT HE TOJILKO KapIuasibHbIe 3a00JIeBaHUsI, HO
TaKke W MbledHyto auctpoduro Dmepu—/peiidyca,
MBIIICYHYIO JTUCTPO(HUIO TA30BOTO MOsICA, CEMEHHYIO
napuuagbHylo nunoauctpoduto tuna Dunnigan, maH-
JOyoaKkpalbHYlO0 JHUCIUIa3UI0, CHHIPOM IPOrepUu
XaranHcoHa—| mndopaa, pPECTPUKTHUBHYIO JepMoria-
THI0O W ayTOCOMHO-peneccuBHyI0 Oomnesnpb [llapko—
Mapu—TyyT u ap. ABTOpBI BOOOIIE CKENITHYECKU OT-
HOCATCA K reHetuueckoi stuonorun HMJDK, npuBoast
HECKOJIBKO apryMeHTOB. OIMH U3 HUX — HET HU OJJTHOTO

JIOKa3aTeIbCTBa, YTO MYTAIllMd MHOTOYHCIICHHBIX Te-
HOB, O YeM COOOINAeTCsl B JUTEPAType, «BHI3BIBAIOT
9TO0 3abosieBanue. Jpyroii apryMeHT — T0, 4TO MyTaLUuH
TEHOB YacTO MPHUCYTCTBYIOT y Pa3jIMYHbIX YJICHOB Ce-
MEMCTBa, HO TOJILKO Y 0JIHOTO U3 HUX umeercss HMJDK.
Kpome Toro, myraiusi TeHOB B OJHOW CEMbE MOXKET
OBITH CBfi3aHA C PA3TUYHBIMH MUOKAapIHAIbHBIMU Ma-
Hudecramusamu, Takumu kak HMJDK, runeprpoduuec-
Kasi KapAMOMHUOIATHS, AUIATALIMOHHAS KapAHMOMHUOIIa-
TS, apUTMHH WIM BHE3aITHas KapualibHasi CMEPTh.

Crnopamuueckue ¢opmer HMJDK  moryt  ObITH
npuobperernHbiMu [23]. Tloka3aHo, 4To yBeIMUEHHUE
TpaOeKyJIIPHOTO C€JI0sI MHOKapa, COOTBETCTBYIOIIEE
kputepussm HMJDK, moxer ObITH TIpH MOBBIIICHHOM
Harpy3ke Ha JIEBBIH JKENylodeK cepaua. JTo BCTpe-
YaeTCs Y WHTEHCHUBHO TPEHUPYIONTUXCS aTIeTOB [64],
npu OepeMeHHOCTH [65] M CeprOBUIHOKICTOUYHOM
anemuu [64]. BcrnencrtBue OrpaHUYEeHHOCTH TEHETH-
YECKMX HCCIIEIOBAaHUN OCTAETCsS HESICHBIM, €CThb JIU
TEHETUYECKOE MPEAPACIIONOKEHHE K OOJE3HH y ITHX
nanueHToB [66]. Omnako, mo muenuto E. Oechslin ¢
C0aBT. [67], Takas mpeapacnoI0KeHHOCTh CYLIECTBYET.

HeynioTHeHHBI MHOKapZA JIEBOTO JKelynodka —
AayTOCOMHO-IOMUHAHTHO HacjeoyeMas I'eTepOreHHast
KapIMOMUOMATUSI C Pa3NIUYHON CTENEHBIO TSKECTH,
KOTOpasi MOJKET COYeTaTbCs C KapJIualbHOM Trumep-
Tpodueii [68]. ITH aBTOPHI NPOBEIH CEKBEHUPOBAHNE
9K30Ma Y MHOTHX WIECHOB IISITH CEMEICTB, B KOTOPBIX
6bun OonpHBIe ¢ HMJDK. ¥V uiieHoB deThIpex u3 maTH
ceMelicTB ObLTH BBISIBICHBI MyTanuu B reHax MYH7 u
TPM1, cBsi3aHHBIX ¢ 3TOU OOJE3HBIO. Y MAIUEHTOB C
aHomanuei Domreiina B couetanun ¢ HMJDK Obuin
HaWJeHBI MyTaIliU B TeHE capkoMepa MYH7 [69].

IMaToreHe3 HeKOMNIAKTHOW KAPANOMHONATHH.
B HOpMe Mexny TSITOW M BOCBMOHM HEIENsIMH pa3Bu-
THS IUI0JIa YEJIOBEKA MUOKAP]L JKEIYIOYKOB MTOCTEIECH-
HO YIUIOTHSETCSI C IPeoOpa3oBaHUEM OTHOCHUTEIBHO
OOJIBIIMX MEXKTPAOEKYISIPHBIX MPOCTPAHCTB B KaIlHJI-
Jsipel. B pesynbrare MyTanuy reHOB IPOUCXOAUT apecT
YIUIOTHEHHUSI CETYaTOW CTPYKTYpPbl MHOKapAHaIbHBIX
KJIETOK B TE€UCHHE dIMOpHoreHe3a. MeXTpabeKyisipHast
cerdaras CTpykrypa coxpansercs [15]. Takum obpa-
30M, HEYIUIOTHEHHBI MHOKapA JIEBOTO J>KEIylIouKa
BO3HMKAET B PE3yJIbTaTe HApyIICHNUS YIUIOTHEHHUS MHO-
KapJa u3-3a IaTOJIOTMH HOPMAJIBbHOIO 3MOpHOTeHe3a
Muokapaa [25].

B narorenese ceppeuHoll HEAOCTATOUHOCTH NpHU
HEKOMITAKTHOM KapIMOMHONATHH OOJIBIION HHTEpec
HPEACTAaBIICT 3HAYMTEIBHOE CHUKEHHE WM IOJHOE
MCYC3HOBEHNE MEXaHHW3Ma CKpyuuBaHus (twist me-
chanics) muokapna neBoro xenynouka [70]. B HOopMme
MHOKap/ JIEBOTO JKETyA04Ka UIMEET CII0KHOE TPEXCIIOM-
HOE CTPOEHHE CO CIHPATIEBHIHBIM XO/I0M ITYYKOB Kap-
nuomuouutoB [71]. TloaTomy mpu cucroiie mpoucxo-
uT 3G GEKT CKpyYHUBaHUS, YTO OBLIIO OTMEUYEHO YKe B
16-M cronetuu Jleonapmao na Buruu. O6pa3Ho roBops,
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COKpallleHHe MHOKap/a MoI00HO «OT’)KUMaHHUIO JIbHS-
HOH TKaHU mpaukoil ans ymaiaeHus Bone» [R. Lower,
1968; uut. mo 68]. MexaHu3M CKpy4HBaHUS MUOKapAa
JIEBOTO KEyI0YKa MOBBIIaeT Ko3(ppuireHT nonesHo-
TO JIEHCTBUS — Ha COKpAIleHHWe MHOKapJa B CHUCTOITY
3aTpadnBaeTCs 3HAUNTEIbHO MEHbIIe YHeprun. Harmpo-
THB, Y HAIIUEHTOB C HEKOMITAKTHON KapJUOMHOIIATHEN
MCUe3aeT MEXAaHM3M CKPYUYMBaHUS; COKpalleHHe MHO-
KapJia BO BCEX OTJeJax JICBOTO KeIyJ0UKa IPOUCXOAUT
B OZIHOM M TOM K€ HalpaBJeHUH, U Ha 3TO TpedyeTcs
ropasno Oonbiie dHepruu [72]. McuesHoBeHHE mexa-
HU3Ma CKPYYMBAHHUA MHOKapJa JEBOTO KEIylIodKa B
sXOKapauorpagun TONYYHSI0O Ha3BaHUE «PUTHIIHOE
Bpaienue Tenay (rigid body rotation) [73]. Hanuuue
a¢dexTa pUrHAHOTO BpAILCHUS TEJIa UMEET OOJIbIIOES
3HAUEHHE B OTHOLLIEHUH MPOTHO3a Y OOJBHBIX C HEKOM-
MakTHOH kapauomuonaruei [74]. [IpumeuarensHo, 4To
Y BCEX WICHOB CEMbH IMAIMEHTOB C HEKOMITAKTHON Kap-
MMOMHUOIIaTHEH OBIT OoOHapyXkeH 3>(PQPEKT PUTHIHOTO
Bpammenus tena [70]. Knuaudeckast BaXXHOCTB JIEBOXKe-
JIyIOYKOBOTO PUTHIHOTO BpAIleHUs Tella JI0Ka3bIBaeT-
Csl TeM, 4TO ATOT ()EHOMEH ObLI HalJCH y OOJIBIIMHC-
TBa MAIEHTOB C HEKOMIIAKTHON KapIMOMHOIATHEH,
Uy HUX Takxe ObUT Oosiee HU3KMH (DYyHKIHMOHAIBHBIN
craryc NYHA 1o cpaBHeHHIO ¢ manueHTamu 0e3 pu-
THIHOTO BpalmieHus tena [72, 75].

Mopdonorus cepaua npu HMJDK. ITpu HMJDK
MHUOKap/ ¢ YeTKUM pa3JieJIeHneM Ha JBa CJIOsi: IpeBa-
JUPYET CIOH HEYIUIOTHEHHOTO MHOKap/a ¢ TTyOOKHMMHU
MEXTpaOeKyIspHbIMU BiaguHamu [ 10] 1 TOHKUH c10i
yIioTHeHHOro Muokapna [76]. Ilpu HMJDK uacroit
HaxoJKo# ObIBaeT (hndpo3 s3uI0Kapaa [77, 78].

Crnenyet nuddepeHnnpoBarb HHU3HNOTOTHICCKYIO U
MATOJIOTUYECKYI0 THIEPTPAOeKYyIIPHOCTh JIEBOTO JKe-
nynouka cepana [79]. F. Andre ¢ coasrt. [79] oGcneno-
Baj cepaue y 117 BomontepoB (58 MyX4MH) pa3iny-
Horo Bospacta. OObeM TpabeKkysn ObUI 3HAYUTEIHHO
0ol Y MYKYHMH, YeM Y JKCHIIMH, 1 YMEHBILAJICS C
Bo3pacToM (r = 0,46; p < 0,001). O6bem Tpabeky: Jie-
BOT'O JKEITyJ04Ka OBLT MOJIOKUTEIHFHO CBSA3aH C KOHEd-
HO-nuacrommdeckuM oobemoM (r = 0,74; p < 0,001)
U KOHEYHO-CHCTONMMYeCKuM obveMoM (r = 0,59; p <
0,001), HO oTpuuaTenbHO — ¢ (pakiUeit BpIOpOCa Jie-
Boro senynouka (r = —0,27; p < 0,005). Makcumainb-
HOE COOTHOIIEHHE HEKOMIAKTHOIO €0 K KOMITaKT-
HOMY ObLTO Oonee 2,3 y 46,2% wu Gonee 2,5 y 37,6%
BOJIOHTEPOB, YTO paccMaTpUBAETCs B JIUTEpAType Kak
MATOJIOTUYECKasl TUIEPTPAOeKYIIPHOCTb. YBEIHUEHHE
COOTHOIIEHUSI HEKOMITAKTHOTO CJIOS K KOMIAaKTHOMY
COITPOBOKJIAIOCH 3HAYUTEIBHBIM YMEHBIICHUEM (paK-
LMY BBIOpOCa JieBoTO *kenmynouka (r =—0,21; p <0,05).

[Mon u Bo3pacT mauuenToB. CKIaIbIBACTCS BIIC-
YaTJIeHue, 9To Jalie 00JIer0T My>KIHHbI. B o;fHOM U3 nc-
cienoBanuii [25] 13 mamueHToB OBITH MYXKCKOTO TIOJTa
" BoceMb — JkeHckoro. Cpemuuit Bo3pacT — 12,7 roma
(B nmamrazone ot 21 mus g0 27 1eT).

METOAbI AUATHOCTUKH

Oxokapauorpadusi SBISETCS METOIOM BbIOOpa
npu nmuarnoctuke HMJDK [80, 81]. Pa3zpaboransr cre-
IyIOIIUE JUATHOCTUYICCKUAE KPUTEpPHH: 1) IMOSBICHHE
10 KpaifHel Mepe YeThIpeX BUIHBIX 00pa3oBaHUi Tpa-
0exyn 1 MIyOOKHX MEXTpaOeKyIsIpHBIX MPOCTPAHCTB;
2) TosiBIICHHE KPOBOTOKa M3 IOJIOCTH JKEIyJAOYKa B
MEXTpabeKyIIIpHbIC MPOCTPAHCTBA; 3) CETMEHTHI He-
YIUIOTHEHHOTO MHOKapJa IJIaBHBIM 00pa3oM BKIIOYaA-
0T amneKc, a TAakKe CPETHION0 TPETh HIDKHEH U OOKOBOM
CTCHKH JIEBOTO JKENylouka; 4) 4eTKoe JBYXCIOHHOEe
CTpPOCHHE MHOKapZa; 5) B KOHLE CHCTOJNbBI TOJILIMHA
HEYTJIOTHEHHOTO CYO9HAO0KapAUAIBbHOTO CIIOSI TIPEBbI-
HIaeT TOJIIUHY YIUIOTHEHHOTO CyO3MMKapIualbHOIO
ciost 6osiee uem B 1Ba pasa [15]. A.G. Khosroshahi ¢
C0aBT. [82] npemIoKuil METO KOJIMYECTBEHHOM OIeH-
ku HMJIXK y neteit mpu sxokapauorpaduu.

MarnutHo-pe3oHancHasi Tomorpapus (MPT).
B xauecTBe AOMOTHUTENHHBIX JUATHOCTHYECKUX Me-
TOJIOB MOXeT ObITh ucnosib3oBaHa MPT cepuia, kKoTo-
past IO KauecTBy M300pa)KEHUsI IPEBOCXOIUT XOKap-
quorpaduio [67, 83]. OCHOBHBIMH KPUTEPHUSIMH HpPH
nquarHoctuke HMJDK metomom MPT sBnsitoTcst OTHO-
[IEHHE HEYIUIOTHEHHOIO K YIUIOTHEHHOMY MHOKapiy
oonee 2,3 [84] u TpabekynsipHas Macca 6omee 20% [85].
[Tpu ucnonszoBann MPT crtanu yaile JuarHocTUpo-
BaTh OMBEHTPUKYIIAPHBI HEKOMITAKTHBINA MUOKap [21,
22], Tak KaK 3TOT MeToJ 0ojee UyBCTBUTEIbHBIH, YeM
OKT [22]. Y. Zhang ¢ coaBT. [86], KOTOpBIE MPOBOAUIH
JIMATHOCTHKY W HCclieoBaHne MOP(OIOTHU cepana y
JeTel ¢ KapJUOMHONATHsIMU, B YACTHOCTH, HEKOMIIAKT-
HOW KapAAMOMHONATHEH, TaKKe CYMTAIOT, 4To OoJjee
TOYHBIE JTAHHBIE MOJIYYalOT NMPU MAarHUTHO-PE30HAHC-
HOW ToMOTpaduu cep/a, 4eM MpH dXOKapAuOTpadum.

[To muenuto G. Captur ¢ coast. [87], mo cpaBHe-
HUIO C OOBIYHBIMHM KPUTEPUSMH MarHUTHO-PE30HAHC-
Hol ToMorpaduu (pakTaiabHbIN aHaIU3, 00ecIeunBas
KOJIMYECTBEHHYIO OLICHKY TpPaOEKyIsIPHOCTH, HMEET
OoJiee BBICOKYIO BOCIPOU3BOIUMOCTb U TOYHOCTh MPH
nocraHoBke auarHoda HMJDK. ®pakranbHble pa3me-
pBI TpabeKyIApHOCTH Oojiee BBICOKHE y MAIEHTOB C
HMUJIX no cpaBHEHHIO CO 310POBBIMU BOJOHTEPAMHU.
Onu Taxke 0ojee BHICOKUE Y 370POBBIX YEPHOKOKHX,
4yeM y OesbIX BOJIOHTEPOB [87].

duextpokapauorpadus (IKI'). Dnexrpokapano-
rpadust He UTpaceT CyILECTBEHHON POJIM B AUArHOCTUKE
HMUJDX. /{aHHbIe nuTEpaTyphl yKa3blBalOT Ha pa3Jidy-
Hele pesynsTarsl OKI' y manmnentos ¢ HMJDK: Hop-
ManbsHas DK, bubpuyuisius mpencepanii, 670K HOKEK
myuka ['mca, mpononranus untepsaia QT, runeprpo-
(bus 1eBOro JKeNyn0uKa, aTpUOBEHTPUKYIISIPHBINA OJIOK
U paccTpoiicTBo pemnonspuszanuu [88].

HccnenoBanus 3a mpoliesiiee ASCATUICTHE MTOKa-
3a]li HEJJOCTATOYHOCTh M3BECTHBIX JHATHOCTHYECKUX
kputepueB HMJDK. Tloatomy npeanaraercs 3ToT nua-
THO3 KaTEerOPUYECKH CTaBUTh TOJHKO TEM MAIEeHTaM,
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Yy KOTOPBIX KpPOME 3XOKapIuorpapuuecKux KpUTEpH-
eB [80] u KpuTepueB MarHUTHO-PE30HAHCHOM TOMO-
rpaduu [85] Takke NPUCYTCTBYET OAMH U3 CICTYIOLINX
nokazareneii: Hammune HMJDK y apyroro/npyrux ue-
HOB CEMBbH; IATOJIOTMYECKHUE MYyTallUd T'EHOB, paHee
oOHapyXeHHBIX B Apyrux cemeiictBax npu HMIDK;
O4YaroBbIe HAPYIICHHS IMOJBMKHOCTH CTEHKU JIEBOTO
JKEITy04Ka; HATMYNE XOTsI ObI OTHOTO M3 TAKUX OCIIOXK-
HEHUH, KaK apUTMHS, CepACIHAst HEIOCTATOYHOCTh HITH
TpoMO0oIMO0THS [89].

Knununueckas kapruna HMJDK xapakrepusyercs
YaCTBIM MPHUCYTCTBHEM CEPACYHON HEIOCTaTOYHOCTH,
TpoMOOAIMOOTHYECKUX MMU30[0B B APUTMHUSIMH, BKITIO-
Yasi JKEIYAOYKOBYIO TaXUKApAWUI H  (HUOPHILISIHIIO
npencepauii [15, 90]. OOBIYHO CTENEHH CHUMIITOMOB
3aBUCHT OT CTETICHH HEYIUIOTHEHHUSI MHOKap/aa U Gpax-
[IMY BBIOpOCa JIEBOTO xemyaodka [39]. OTauautensHoMl
0COOCHHOCTBIO HEKOMITAKTHOM KapJMOMHOMATHH OT
JIPYTrUX KapAMOMHUOINATUH SIBISIETCS TO, 4YTO 3aboJe-
BaHUE MPOTEKAET C PEMHUCCUAMHU U peuuauBamu [29].
Y Oosbmoro xonuuectBa manueHToB ¢ HMJDK or-
CyTCTBYeT Kakas-mu0o cumnromaruka [91]. [Toaromy,
a TaKKe B CBSI3U C OYCHH IMIMPOKUM CIIEKTPOM KIIMHU-
yeckoi cemuornorun y 6ompHbix ¢ HMJDK, mocranoBka
MIEPBUYHOTO JMArHO3a IMPEJCTABISACT OOJBIIYIO TPY/I-
HOCTbh, W 3TO 3a00JIeBaHHE YaCTO OCTAETCS HEpacIo3-
HaHHBIM [17].

[To marapM G. Fazio ¢ coaBT. [25], IeBAThH manueH-
ToB ¢ HMJIDK Obuin OeccMMOTOMHBIMHM, a 12 00JBHBIX
MMeNH CUMIITOMATHKY: 3aCTOWHAs cepAeyHast He10CTa-
TOYHOCTh — 11 manuMeHTOB, CUHKOIIE — OJUH IALIMCHT.
ABTOpBI HE OTMETWIIN MTPU3HAKOB APUTMUU HHU Y OJTHO-
r0o U3 ManueHToB. Jluactonuueckas qUCHYHKIUsS OblIa
HalJIeHa NpU TSKEIOM YXYALUIEHHMH CHCTOJINYECKOU
¢byskuun y cemu u3 14 nanueHTos [25].

KapauanbHble CHMIITOMBI TIOBBILIAIOT YPOBEHb Oec-
MOKOMCTBA M JIENPECCUBHBIX CUMITOMOB y TAIlMEHTOB
¢ HMJI)K mo cpaBHEHHUIO ¢ MallMEHTaMHU, CTPATAIONTH-
MU IpyTUMH 3a00JIEBaHUSMH CEp/lla, B YaCTHOCTH, Ce-
MEHHOM TunepxojecTepuHeMHEN WK PHOOPETEHHOMN
NAJIaTallMOHHOM KapauomuonaTtueit [92].

A. Burke ¢ coasr. [93] npexactaBuny pe3ysbTaThl
uccrenosanus 14 cepuen (13 ayroricuii u 1 ymaneHHoe
MIpH OTIepallyy 10 TpaHCILIaHTauu cepana ) ¢ HMJDK
(M30IMPOBAHHBIA W CBS3aHHBIA C BPOXJICHHBIMH I10-
pokamu cepfna). beuto OTMEYEeHO IUIOX0E€ pa3BHTHE
COCOYKOBBIX MBIIII MTPH HEKOMITAKTHOM BHYTPEHHEM
cloe MHOKapjaa, mpeacTapisiommmM Ooiee dem 50%
TOJIIIMHBI JIEBOTO Kemymodka. CMepTh MaIMeHTOB
(6 MamBPYMKOB M 8 JEBOYEK) HACTYNHJIA B CPEIHEM B
Bo3pacte 3,6 romga (meamana 2,5 mecsua). Y 10 mamu-
€HTOB — BHEe3alHasl KapAuajbHass CMepTb, a y YeThl-
pex — 3acToliHas cepJiedyHas HeAOCTaTOuHOCTh. Jluar-
HO3 TI0/103peBaJICsl MEPE] CMEPTHIO TOJIBKO y OAHOTO
n3 13 manmeHToB. BUBEHTPUKYISAPHBIN HEKOMIIAKTHBII
MHUOKap/] ObU1 y HIecTH U3 14 nanueHToB. XapakTepHoi
THCTOJIOIMYECKOH OCOOCHHOCTBIO OBII BPOXKIACHHBIN

KapIMOCKJIEpPO3, TAKKe KaK aHaCTOMO3UPYIOIIAs WIIH
MOJTUTIONHAS TUTIEPTPaOEKyIIPHOCTD, KOTOpas NMeTa
(dbopMy pa3BETBIICHHBIX OJECHBUX POTOB. Y INECTH Ma-
[IUEHTOB OblJa M30JMPOBaHHAs HEKOMITAKTHAs Kap.Iu-
OMHOTIATHS, 8 Y BOCBMH OHA COYETAIACh C PA3TUYHBIMU
MOPOKaMH CepAla: IePeKT MEIOKEITyI0UKOBOM ITepero-
poaxu (n = 4), aHoMaJus JEroYHbIX BeH (n = 1), cTeHo3
YCThsl KOPOHAPHBIX apTepuii (n = 1), rucTnonuTOn 1Has
Kapauomuonatus (n = 1), monuBanbByIspHAs AUCILIA-
3ust (n = 2) U CTEHO3 JISTOYHOTO CTBOJA (n = 2).

Jleuenne. KoncepBarusHoe seuenne HMJDK 3a-
KITFOYAeTCsl B CTAHJAPTHOW Tepalyy MPH CUCTOIHYEC-
KOH W JAMACTONMYECKOW TUCHYHKIIMHU, a TAKKe B MPO-
(hMITaKTHKE CHCTEMHBIX 3MOOJIHMUECKHUX AMH3010B [39].
Ga-Hee Lee c coaBt. [93] aisa nmpoHUIakKTHKH | JIede-
HUS 11epeOpO-BaCKYJIIPHBIX OCIOKHEHUHA MPUMEHSIIH
Bapdapun. Ilo nanaemm G. Fazio c¢ coast. [25], y 10
3 11 manuMeHToB ¢ 3acCTOMHON CepAeuyHOM HeaoCTa-
TOYHOCTHIO MEIUITMHCKAs Teparvs BOCCTaHABIHMBala
XOpOIIMKA TeMonuHaMHu4decknii Oamanc. lloBpiieHne
(dpakmu BRIOpOCa JIEBOTO JKENYJOYKa y OONBHBIX C
HMJDK npuBoAUT K MCYE3HOBEHUIO CHMIITOMOB CEp-
JIEYHON HETOCTaTOUHOCTH [14].

Pecunxponusupyiomas rtepanua. B ogHoil u3
pabor Obuia mokazaHa 3(Q(EeKTUBHOCTh MPUMEHEHUS
UMIUTaHTHpyeMoro  nedubpusuistopa-KapanoBepTe-
pa 6ompabiM ¢ HMJDK nmi1st mepBuYHON ¥ BTOPHUYHON
NPOQUIAKTHKHA OMACHBIX JUIS JKU3HU apuTMuil [95].
O wnenecooOpa3sHOCTH UMILIAHTAMU J1ePUOPHILIATO-
pa-kapauoBeptepa 6oiapabM ¢ HMJDK 1o cux nop cy-
IIECTBYIOT IPOTUBOPEUHBBIE MHEHUS. O1HAKO, 110 MHe-
Huto Ga-Hee Lee c coaBt. [94], Hy*HO paccMaTpuBaTh
9TOT BapUaHT JICYCHHsI KaK IEPBUUHYIO POPHUIAKTUKY
y MaIMEHTOB BBICOKOTO PHCKA.

Pecunxponmsupyromas Tepanuvs OblUIa BBITOTHEHA
y 52 manueHToB C CEepAEYHON HEAOCTATOYHOCTBIO, U3
koTophix 20 nmarmentoB ¢ HMJDK B couetanuu ¢ quna-
TAIIMOHHON KapauomwuonaTtueit (1-1 rpymma), a 32 ma-
LHUEHTa CTpaJaJii JUJIATAllMOHHON KapAUOMMOIMATHEH
6e3 HMJDK (2-1 rpynma). IlanmeHtsl ¢ cepaedHOU
HEI0CTAaTOYHOCTHIO OBUIM BIOCIEACTBUU Kiaccu(pu-
[MPOBaHbl KaK HETaTHMBHO OTBEYAIOIUE, HE OTBEYaro-
1I1e, OTBEYAIOIME WM CYNEepOTBEeYarollue Ha pecuH-
XPOHM3UPYIOIIYI0 TEPANUI0 CIYCTS IIECTh MECSIIEB
Mocjie MMIJIAaHTALUU  3JIEKTPOKapAHOCTUMYIISATOPOB.
Y nauuMeHToB 3TUX TpyNn HAOIIOAANN pPa3IHyHbIE
TUIIBI pEaKUK Ha Tepanuio. B yacTHOCTH, y manueH-
TOB 1-# rpymIbl MPOLIEHT CYNEepPOTBETa ObLI 3HAUYNTEIb-
HO Oosiee BBICOK, YeM Y MALUeHToOB 2-if rpynmsl (60%
npotuB 28% cooTBeTcTBEeHHO, p = 0,023). Kpome Toro,
konnuectBo cerMmeHToB HMJDK mmeno TenneHmuio k
YMEHBIIICHHIO OTHOCUTEIBHO HAYaJbHOTO (B CPEAHEM
4 cerMeHTa) yepes MIEeCTh MECSLEB TePAUH (B CpeIHEM
3 cermenTa; p = 0,067). Hakonen, manmeHTs! 1-i rpym-
b1 ¢ O0JIee BEICOKUM KommuecTBoM cermeHToB HMJDK
no nedeHust (6onee 4) B OONbIIel CTENEHH pearnpoBa-
T Ha PECHHXPOHU3UPYIONIYIO TEPAITHio, YeM TalieH-
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ThI ¢ yeThlpbMs cerMenTamMu HMJDK win MeHbImm nx
konuyectBoM (p = 0,003) [96].

Hesicen addexT pecHHXpOoHU3UPYIOLIeH Tepanuu y
nanuenToB ¢ HMJDXK u cepaeunoil HemoCcTaTOuHOCTHIO
apUTMOI€HHOT0 reHesa. YToObl OLIeHUBATh BIUSIHUE Pe-
CUHXPOHU3HpYoLIeH Tepanuu Ha manueHToB ¢ HMJDK,
Q. Qiu ¢ coaBr. [97] uccnenoBanyu peMoIEIMPOBAHNE U
MEXaHUYECKYI0 CHHXPOHHOCTB JIEBOTO JKEIYyIOUYKa JI0
Y TI0CTIE PECUHXPOHU3HUPYIOIEH TepaIrny y NalieHTOB
¢ HMJDK (n = 15) B cpaBHEHHUH ¢ TaIllUEHTaMH, CTpa-
JABIIMMU HMJUONATUYECKOM AWJIaTalMOHHON KapJu-
ommornatueit (n = 30). Ilepen pecHHXpOHU3UPYIOMICH
Tepanuell W 4epe3 MIeCTh MECAIEB U IO3IHEE MOocie
JICYEHUS] BCEM IMallMeHTaM BBITIOJIHSUIA SXOKapauorpa-
¢uro u OKI. B rpynne mauuentos ¢ HMJDK dpakiuus
BBIOpOCA JICBOTO XKeJyI0uKa yBeIuumiach ¢ 27,6 £ 5,5
10 39,1 = 7,0% (p < 0,01), HO 00BEM JIEBOTO KEITyI0U-
Ka 3HaYMTeNbHO He uaMenwmics (p > 0,05). Ilare manu-
entoB ¢ HMJIXK (33,3%) nanu odeHb 3HAUMTENBbHBIN
OTBET Ha PECHHXPOHU3HUPYIOLIYIO TE€PAINNIO: KOHEUHO-
CHUCTOJIMYECKUI OOBEM JIEBOTO JKEJIyAOYKa CHHU3HIICS
Oonee yem Ha 30%; yMEHBIIWINCH KOJTMYECTBO HEYII-
noTHeHHBIX cerMeHToB (p < 0,05) u oTHOWIEHHUE TOJI-
IIMHBI HEYIUIOTHEHHOTO K YIJIOTHEHHOMY MHOKapy
(p < 0,05); 3HAYUTENFHO CHU3MIACH MEXOKEITY0YKO-
Basl, MMPOJOIbHAS U paJNalibHasl BHYTPIIKEITyTOYKOBAS
nmuccuaxporusus (p < 0,05) [97]. ABTOpHI 3aKITIOYAIOT,
YTO PECHHXPOHM3UPYIOIIAs Tepamus YaydIIaeT cep-
JeuHy0 (DyHKIHUI0, MOPQOJIOTHI0O W MEXaHHUIECKYIO
JUCCUHXPOHU3MI0 y nanueHTos ¢ HMJDK.

Mexanuyeckasi NoOQjiep:KKa KpoOBOOOpalleHHs.
IIpu pa3BUTHH TSKENOW 3aCTOWHOM CEpAEYHOU HeNo-
CTaTOYHOCTH, pepPaKTepHOM K KOHCEPBATUBHOMN Tepa-
nuy, y naiuenToB ¢ HMJDK B kauecTBe anpTepHaTHBBI
MOKET OBITh HCIIOJNBb30BaHa MEXaHUYECKas MOJICPIKKa
KpPOBOOOpaIleHHs JIEBOTO Kenynouka cepaua. OmHako,
no MHenuto A. Uribarri ¢ coast. [98], runeprpadeky-
JSIPHOCTh U PUCK HapyIIEHUs PUTMA y 3THUX NalMeH-
TOB MOXKET OBITh Ba)KHBIM TPETSTCTBHEM YCIIEIIHOTO
MPUMEHEHHUs] y HUX MEXaHW4EeCKOH MOANEpKKH Kpo-
BOOOpaIleHNsl JIEBOTO Kemydodka. [loaToMy aBTOpEI
PETPOCIEKTUBHO MPOAHATIU3UPOBAIN PE3YJbTaThl Jie-
YEHUSI TISTH MAIUeHTOB, KOTOPBIM OBLTH MMITJIAHTHPO-
BaHbl Mexanuueckue Hacocel (3 HVAD, Heartware®;
2 HeartMate, Thoratec®) mus 06xo/1a JIEBOTO JKEITYIOY-
ka B mepuon Mexay 2010 u 2014 roqamu. Cpenree Bpe-
Ms JUTUTEIIFHOCTH paboThl HACOCOB COCTaBMIIO 86,5 He-
nenu. Bee OonmbHBIE 0€3 OCIOKHEHUH KN B TEUEHHE
onHoro Mecsna. [lo3aHee y Tpex ManueHToB pa3BUiICS
Tpom003 Hacoca, TOTPeOOBABIINI ero 3aMeHbI. B Teve-
HUE HAOJIONCHUS HU Y OJTHOTO MallMeHTa He ObUIH 00-
Hapy’>K€Hbl apUTMHUH. ABTOPbHI CUHUTAIOT, YTO BBICOKAs
CKJIOHHOCTBb K TpoMO03y 00ycJoBiIeHa rumneprpadexy-
JIIPHOCTBIO JIEBOTO JKeqynouka cepana. [loatomy noc-
JIe UMIUTaHTAllud UCKYCCTBEHHOTO Keyl0uKa cepaua
narerTamM ¢ HMJIDK 0coOeHHO KpUTHYHBIM SIBIISIETCS
TIIATENBHBIN TOI00P aHTUKOATYIISTHTHOW TePaITHH.

HMmnuianTanust HCKYCCTBEHHOIO KJIallaHa B MUT-
paabnyo no3uumio. [Ipy HMJDK B coueranuu ¢ BbI-
PaXCHHONM MUTPAJILHOM perupryranyeil BO3HHUKAECT
HEOOXOIMMOCTh B UMIUIAHTALUH [IPOTE3a MUTPAJIBHO-
ro xianana. OmHONW U3 0COOEHHOCTEH HEKOMIAKTHON
KapJINOMHUOIATUH SIBJISETCS TO, YTO MPHU YBEIMUEHUU
¢dpakuun BbIOpOCa JIEBOIO KEIy[JOYKa B pE3yJbTare
MMIUTAaHTAI[UN MCKYCCTBEHHOTO KJIAllaHa MPOUCXOTUT
HCUE3HOBEHHE CUMIITOMOB CEpAEYHON HEJ0CTaTOYHOC-
tH [30, 99].

Tpancmiiantanus cepana. [To nannemvm G. Fazio ¢
CO0aBT. [25], TOJIbKO OMHOMY U3 21 MOJIOJIBIX TAIUEHTOB
C HEKOMITAKTHON KapJIMOMHUOTATHEH, MPOSBIISIBIICHCS
3aCTOMHOM Cep/IeYHON HEJOCTATOYHOCTHIO U JIETOYHOM
apTepualibHON THIlEpTeH3HEH, Oblla PEeKOMEHJI0BaHa
TpaHCIUIaHTaLusl cepaua. Jpyrue ucciaeqoBaTeiln Tak-
K€ paccMaTpUBAIOT TPAHCIUIAHTAIIMIO CepAIa KaK allb-
TEpPHATUBHBIN BapuaHT y 3TuX nanueHtos [100].

Hpornos. Ucxon npu HMJDK ocraercst ciopHbIM.
B panHux myOmuKamusx mporHo3 ObUT MECCHUMHUCTHY-
HbIM. OZIHAKO OH YJTyYIIWJICS 110 MEPE U3yUEHUS ITOTO
3abonesanwus [12, 101]. Tem He MeHee B cpeiHEM depes
30 mecsieB nocie moctaHoBku auarnoza HMJIDK 15%
nanueHToB ymupaet [101].

Puck BHe3anmHON cMepTH eTell MPU HEKOMITAKTHON
KapIMOMHUOIIATHH BBIIIE, YeM TPH IPYTUX KapAHOMHO-
narusix. T. Bharucha ¢ coapr. [102] usyumnu yactoty
BHE3aIHOM KapAWaJbHOW CMEPTHU JETeHl mpu Kapauo-
MHOIIATHAX. MaTepualioM HCCIEeOBaHUs TOCTYXXKHUa
0a3a nmaHHbIX HammoHanbHOro ABCTpalMiCKOro HU3y-
geHus aerckux kapauomwuonaraii (NACCS — National
Australian Childhood Cardiomyopathy Study), n3 xoro-
poii ObUTH OTOOpaHBI BCE I€TH B ABCTPAJIMH C MIEPBUY-
HBIMM KapAHOMHONATHSIMU, AWATHOCTUPOBAHHBIMU B
nepuoa Mexxay 1 ssuBaps 1987-ro u 31 nexadbps 1996 ro-
na. 13 289 nauuentoB y 16 (5,5%) npousonuia BHe3ar-
Has KapaualibHasi CMepTh B cpeliHeM B Bo3pacte 11,9 ro-
na (ot 1,7 mo 15,4 rona). Puck BHE3amHO#M KapAnambHOMI
CMEpTH JeTell 3aBucel oT (peHOTHIIa KapAHMOMHUOIIATHH
(p = 0,007): HMJDK — 23%, pecTpuKTHUBHAsI KapAHO-
muonarus — 12%, runeprpoduueckas KapIuOMHOIIA-
Tus — 6% U nunatauroHHas Kapauomuonarus — 5%.
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