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HexommakTHbiii Muokapa jeBoro xeiaynouka (HMJIK) — penkas ¢bopma KapauoMUOIaTUM, UISI KOTOPOM
XapakTepHa IMaToJjloruyeckasi TUIepTpadeKyJIsipHOCTh MUOKap/a JIEBOTO XeJyaouka ¢ (popMupoBaHUEM ABYX
C/I0EB MUOKapla — HOPMaJlbHOIO M HEKOMMAKTHOro. 3abojieBaHUE SIBJASIETCS TE€HETUYECKU IeTepMMU-
HUPOBAaHHBIM M Pa3BUBAETCSI B pe3yjbTarTe HapylleHUs HOPMaJbHBIX IPOILIECCOB 3MOpHOreHe3a cepilia.
[TaToreHe3 u KIMHWYECKash KapTWHA CKJIAABIBAIOTCS M3 TpeX BEOYIIMX CHHIPOMOB: CEepAeYHOU HEIO0-
CTaTOYHOCTH, apUTMHI, TPOMOOAMOOINUECKOTO CHHApoMa. JlMarHocTMKa OCHOBaHa Ha HTAHHBIX 3XO-
KapauorpauyeckKoro MCCIeqoBaHUS, pe3yJbTaTaXx MarHUTHO-PE30HAHCHOM ToMmorpadum cepaua. bojesnb
“MeeT HeOJIaronpusiTHOEe TeUeHUe W MPOTrHO3, MPU ITOM JIETAJIBHOCTb BO B3pOCJION MOMYJISIIUU COCTABIISIET
0koJ10 50 %. JleueHue sIBNIsIETCS MMaTOTCHETUYECKUM M 3aKJII09aeTCs B Tepaniy CepAecYHON HEAO0CTaTOUHOCTH,
HapylIeHUH puUTMa cepila U MpobUIaKTUKe TPOMOOIMOOIMYECKUX OCIOoXHeHuit. IlaimeHTtaM ¢ Tepmu-
HAJILHOW CTaauei CepaeyHON HEAOCTATOUHOCTHU ITI0Ka3aHa TPaHCIUIaHTALMS CEPALIA.
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Noncompaction of the left ventricular myocardium (LVN) — is a rare form of cardiomyopathy, which character-
izes by the pathological prominent trabeculation of the left ventricular myocardium with formation of two layers
of myocardium, i.e. normal and «<noncompact». The disease is genetically determined and results from the failure
of myocardial development during embryogenesis. Pathogenesis and clinical features have involved the three lead-
ing syndromes: heart failure, arrhythmias, thromboembolic syndrome. Diagnosis is based on echocardiography
records and results of magnetic resonance imaging of the heart. The disease has had an unfavorable development
and prognosis and more over the mortality in the adult population made up about 50 %. The treatment should be
pathogenesis-related and include the therapy for heart failure, cardiac arrhythmias as well as prevention of throm-
boembolic complications. Heart transplantation is to be recommended for patients with terminal heart failure.

Key words: noncompaction of the left ventricular myocardium; cardiomyopathy; non coronary-associated ven-
tricular arrhythmias; heart failure.

HexkoMnakTHbII MuUOKapA JEBOro Keay-  CJ0eB MUOKapAa — HOPMaJIbHOIO W HEKOM-
nouka (HMJK) — penkast opMa KapaMoMuo- — HakTHoro. HekomMmakTHBIN MuUOKapn Tpe.-
naTuu, IJisi KOTOPO XapaKTepHa MaToJOrM-  CTaBjisieT co0oil ryOuaThlii Cioil cepiaedHoi
yeckasl TUMEePTPadeKyIIpHOCTh MMOKapia  MbBIIILLI CO CHMXXEHHOU COKpaTUTEJIbHOM
JIEBOrO Xellylouka ¢ (opMUpOBaHUMEM JIBYX  CIOCOOHOCThIO [1—3].
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WcTopuyeckas cnpaBka

B 1932 r. S. Bellet BnepBbie omucan He-
OOBIYHYIO TyOYaTyl0 CTPYKTYpy MMOKapaa ¢
OOJIBLLIMM KOJIMYECTBOM TPaOeKyJl, BbISIBJIEH-
HYIO UM IIPU ayTOTICUM HOBOPOXKIEHHOTO C aT-
pe3reil aopThl U KOPOHAPHO-XKEJIyTI0YKOBOM
ductynoii [2]. B 1984 r. R. Engberding u
E. Bender onucanu ciydail HaIu4usi CHHYCOUT
MUOKapaa, XapaKTepHBbIX 111 SMOPUOHAIbHO-
ro srtamna pasputus cepaua [4]. Hexkortopoe
BpeMsI JaHHOe 3a00JIeBaHUE UMEHOBAJIU «Bep-
XylIe4yHoi dopMoit» TrunepTpodudecKoin
kapauomuonatuu (CKMIT). B 1990 r. T. Chin
U COABT. BIIEPBbIE MPEITOXKWIN TEPMUH «HA30-
JIMpOBaHHAsl HEKOMITAKTHOCTbh MUOKap/aa Jie-
BOTO XeJlyfouka» [5]. YUuTbiBasi 1eCITKU Cy-
YyaeB OMMCAHMS DTOr0 HOBOTO 3a00JIeBaHUS,
BcemupHast opraHmzaiust 31paBOOXpaHEHUS
B 1995 r. BKiIIOUMIa CUHAPOM HEKOMITAKTHOTO
MMOKapIa JIEBOTO XKellyaouykKa B TPYIMIy He-
Ki1accu(ULUUPYEMbIX KapauoMmuornatuii [6].
B nocnenyroniem AMepuKkaHcKasi accoLalus
cepaua orHeciaa HMJIK k rpyrime reHeTuyec-
KM JeTepMUHUPOBAHHBIX KapIWMOMUOTIATUIA
[7]. B xitaccuduxkauuu EBporneiickoro oo1ie-
CTBa KapJaMOJOroB 3a00JI€BaHNE TAKXKE BKJTIO-
YEHO B IpyMIly HeKJIacCU(ULIMUPYEMbIX Kap-
JUOMMOIIaTUil [§].

DMOpHoIoTHS

B moHnmaHuM matoreHe3a M COBOKYITHOC-
TU KJIMHWYecKUX mposiBaeHuit HMJIK Bax-
HYIO POJIb MTPaeT 3HAHMWE OCHOBHBIX 3TAIlOB
pa3BuUTHUs cepala B aMOpuoreHese. Kak usBe-
CTHO, CeplIeyHas MbIIIeYHasl TKaHb pa3BUBa-
eTCsI M3 MHUODIMMKAPAUATbHONW TITaCTUHKU
CIUTAaHXHOTOMa Me3oAepMBl. [lpn aTOM MMO-
KapI TIpeICTaBiIsIeT CO0OIl CeTh BOJIOKOH,
pasmesIeHHbIX IMUPOKUMU TTOJIOCTIMU (CHUHY-
coumamm). Mexnay 5-i1 u 8-i1 HemeIsIMHu dM0-
PUOHAILHOTO Pa3BUTHS TIPOMCXOIUT OPTaHU -
3aUsl CepAeYHON MBIIIIBI — YIJIOTHEHUE
CETU BOJIOKOH U CYXXEHHME MEXTpaOeKyJIsip-
HBIX JaKyH. OTHOBPEMEHHO C 3THM ITPOUCXO-
IuT HOPMHUPOBaHNE KOPOHAPHOTO KPOBOOO-
pallleHusT, MEXTpaOeKyJIsIpHbIE TIPOCTPAaHCTBA
YMEHBIIIAIOTCS 10 pa3sMepoB KallMJLISIPOB.
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ITpotiecc «KOMITaKIINM» MUOKap/a IMpoTeKaeT
B HampaBJIECHUMU OT OCHOBaHUs (0a3uca) cep/-
11a K €ro BepXYIIKe ¥ OT dMUKapaa K 3HI0Kap-
ny [5, 9]. B pe3yabrate HapyleHUsI HOpMaJib-
HOTO TEUEHMSI STOTO IpoIiecca B Cep/Iiie HOBO-
POXIEHHOTO OCTAIOTCsI 30HBI HEKOMITAKTHOTO
MMOKapaa C IIOBBIIIEHHON TpaOeKyIspHOC-
Thlo (Oosiee Tpex Tpabdekyn). [Tpu aTom obpa-
3YIOTCSI TJTyOOKME MEXTPaOeKyJ/ISIpHBIC ITIPOCT-
paHCTBa — JJaKyHbl WM CUHYCOUIbI (puc. 1).

T'eneTnyeckue acneKkThl

HecMoTpst Ha TO YTO B3THUOJIOTHMYECKUE
daxTopsl, ipuBoasiIMe K pazsutuio HMJK,
ellle MaJo U3Y4YEeHbl, UMEIOTCSI JaHHbIE O Ha-
CJIEJICTBEHHOM XapaKTepe 2TOro 3ab0J1eBaHMUsl.
BbiaensioT ciopaauyeckue ciiydyau U cemeii-
Hble (popMbl 3a6oeBaHus [10—13].

Cnyyau 3a0ojieBaHUSI BCTpeYaloTCd Kak
y B3pOCJIbIX, TaK 1 y ACTEH, MPU 3TOM HaCJe/I-
CTBEHHBIN XapaKkTep BbISBISETCS MPUMEPHO
B 18 1 40—50 % ciyuaeB COOTBETCTBEHHO [8].

BbiaensioT nBa TMIIAa HacJeqOBaHUS: ayTO-
COMHO-IOMUWHAHTHBIA TUIT W CLETJICHHOE C
X-XpoMocoMoli HacienoBaHue (0Ko1o 44 % ciy-
yaeB) [14, 15]. B mocnenHue roabl mokasaHo,
yro HMJIZXK sBisieTcsl reHeTUUeCKU TeTepo-
TeHHBbIM 3a00JieBaHWEM, U OJHO3HAYHO Olle-
HUTb, KAKOU U3 MOJIEKYJISIPHBIX AE(PEKTOB SIB-
JISIETCSl OMPEEISIOIMM JIJIs1 9TON KapAUOMUO-
MaTUHU, IToKa HeJib3s1. Y nanueHTtoB ¢ HMJIK
BBISIBJISIIOTCST MyTauuu B reHe G4,5 jokyca
Xq28, reHe anbda-IUCTPOOpPEeBUHA, TeHE
Cypher/ZASP [11, 16—20]. Taxxe y HeOOJIb-
IIOr0 4Yucja TMalMeHTOB ompenejeHbl MyTa-
uuu B Kapauocneuudpuyeckux reHax CSX,

KomnakTHbIn
cnou

HekoMnakTHbIN
cnon

Puc. 1. Tucronornueckuit cpe3 Bepxymku JIXK y
marmenTta ¢ HMJI2K. 30HBI KOMITAKTHOTO U He-
KOMIIAKTHOTO CJI0sI MUOKapja [25]
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Knunuyeckue nposinenns npu HMJIK y B3pocnbix nauneHToB [24]

[MepBbili aBTOP UCCNeaoBaHnUs

MNMokasatenb
P. Sengupta E. Oechslin R. Murphy C. Lofiego C. Stollberger

Yucno nauneHToB, n 32 34 45 65 86
CpenHuii Bo3pacTt
NOCTaHOBKW AMarHo3a, rogbl 49 40 37 47 52
My>X4nHbl, % 53 74 62 37 76
CewmeliHasa dopma
3abonesaHus, % - 18 - 15 -
Cpoku HabnaeHus, rogpl - <11 <15 - <8
CeppaeyHas HeLOCTaTOYHOCTb, % 62,5 68 62 61 70
ApTepuanbHas ambonus, % - 21 4 - -
Ombonus neroyHol aptepun, % - 9 - - -
Tpomb603 neBoro xenynouka, % 6 9 - - 1
HelpomblilleyHble
3aboneBaHus, % - - - 9 38
CmepTb, % - 35 2 - 22
TpaHcnnaHTauus cepaua, % - 12 - - 1
JKenypoykoBas Taxvkapams, % - 41 20 - -
CuHgpom WPW, % - 0 - - 2
AB-65n0kafpbl pa3nnyHbIX
cteneHen, % - 56 29 32 26

MpumeyaHune. Cungpom WPW - cuHgpom Bonbda-lNapkmHcoHa-Yaiita; AB — aTpUOBEHTPUKYJISAPHbINA.

JUCTAJIbHOM 4YacTU reHa XpoMocoMmbl 5q [21,
12]. HaitneHbl MyTalliu TreHOB, KOIUPYIOLINX
OouocuHTe3 6eyKoB Komiiekca LIM domain-
binding 3 (LDB3), Lamin A/C. benku 3Toro
KOMILIEKCa UrpaloT BaxHEe1yio pojib B opra-
HU3alUM LMUTOCKeJeTa KJIETOK M 3IMOpHO-
HaJIbHOM pa3BUTUM opraHoB. K aToii e rpymn-
e OTHOCUTCS U BBIIIEYIIOMSHYTBII T€H
Cypher/ZASP. TlokazaHa pojib MyTallUu Te-
HOB, KOAMPYIOLIUX OMOCUHTE3 CapKOMEPHBIX
0enKoB, TaKMX Kak OeTa-MUO3MH (TeH
MYH7), xapauanbHblii anbda-akTUH (TeH
ACTC), xkapauocneuuduueckuii TponoHuH T
(ren TNNT?2) [23]. B psine Hay4HBIX TyOIMKa-
LU MMEIOTCS NaHHble O MYyTallusX B TIeHe
HCM MYBPC3, koTopbie 0OBIYHO BBISIBJISI-
oTcgd 'y 6onbHbIX 'KMII, HO MOryT mpucyTt-
CTBOBaTh U y manueHToB ¢ HMJIK [23].

DnuaeMuoJorus u Kiaccuuxanus

ITo npanubiM E. Oechslin u coaBrT., pacnpo-
CTpaHEHHOCTh 3a00JIeBaHUs Cpedr B3POCIION
nonryassuun  coctasister 0,014 %, omHako

UCTUHHBIE LM(Pbl MOTYT OBITH Bhilie [1].
R. Engberding u coaBT. NpuUBOASAT JaHHbIE
pa3IMYHBIX HCCaeaoBaTeNeid O KOJMYECTBE
HabmogeHnii nanmeHTtoB ¢ HMJIK, ren-
JIEPHBIX XapaKTepMCTUKaX, BO3pacTe, CpoKax
HaOJIIOACHUS, TOMUHUPYIOIINUX KIMHUYECKUX
cumntomax (cM. Tabnuuy) [24]. HaubGonb-
1ee 4YKhciIo ciydaeB (86 HaOIIOIeHWIA) TIpe-
craBieHo C. Stollberger [24]. 3aboneBaHue
qalle BCTpevyaeTcd y MyXXunH — 56—82 %, no
IAHHBIM pa3HBIX UccienoBareneii |9, 25, 26].
B nenmnatpuueckoii nmpakTUKe yaeJbHbII BecC
rnaToJioruu cocrasisieT 9,2 % ot Bcex ciaydyaen
IMArHOCTUPOBAHHBIX KapAWMOMUOMATU, 3a-
Humas tpetbe Mmecto nocie 'KMIT u nunara-
uuoHHoN Kapauomuonatuu (JAKMIT) [27].
PacripocTpaHeHHOCTh 3a0ojieBaHUSI B JET-
ckoit monynsguuu, no maHHeiM C. Lilje u
coaBT., paBHa 1,26 % [28]. BoamoxHo, B 6J11-
Kailume roibl OyJAeT co3laH CBOIHBIM pe-
TUCTP, UTO MO3BOJIUT O0JIee TOUHO XapaKTepU-
30BaTh SIMIEMUOJOTUIO 3TOM PEIKON Kap-
JTUOMUOIIATUH.
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BonpmmHCTBO MccnemoBaTeneil BEIACISIOT
chenywoimue popmbl HMJK:

— HW30JIMPOBAaHHBIN;

— B COYETAaHWU C BPOXIECHHBIMU ITOpPOKa-
mu cepaua (BIIC);

— B COYETAaHWUM C HEHPOMBIIICYHBIMM 3a-
OosieBaHUSIMM (MeTabosMyecKass MUONaTus,
cuHapom Barth, cunapom Roifman, cuHapom
Ohtahara, cunapom Noonan, MblilieUHasl Au-
crpoduss Emery—Dreifuss, mblllieuHast I1uCT-
podust Becker, cunapom Melnick—Needles)
[29-31].

Cpeau BIIC nautbonee yacro HMJLXK ac-
COLIMMPOBaH ¢ AeeKTaMu MeXIIPeICcepaHOI
neperoponku (JAMIIIT), BpoxxneHHBIM CTEHO-
30M JIETOYHOM apTepuu, me@eKTaMu MeXKe-
JynoukoBoil meperopoaku (JAMZKIT), pexe
¢ aHoMayIMell D0ITeiiHa, BPOXKICHHBIMU I10-
poKaMu aopTaJbHOrO KjaraHa (moakJjanaH-
HBII CTEHO3, ABYXCTBOpYATBIM KjaraH, Kja-
MaHHBIA CTEHO3), KJallaHHBIM CTEHO30M Jie-
TrOYHOI apTepuu, TeTpagoit Pajuto [28].

IIaTorenes u KaMHU4eCcKasi KapTHuHa

B marorenese 3aboeBaHKS BEAYIIYIO POJIb
WUTPalOT TPU OCHOBHBIX KIMHMYECKUX CUHII-
poMma: cepiaeyHast HemoctatrouyHocTh (73 %),
aputMmdecknit cuaapom (40 %), TpoMOOIM-
6ommueckuii cuaapoM (33 %) [5, 9, 32].

Cepdeunas HedocmamouHoCmb SIBJISICTCSI Ca-
MbIM PacCIpPOCTPAaHEHHBIM CUMIITOMOKOMII-
JnexcoM y mauueHToB ¢ HMJIK. Hekommaxkr-
HBII MUOKap[ IIPeACTaBIIsIeT cO00il me3opra-
HU30BAaHHBIM CJIOIl MBILIIEYHBIX BOJIOKOH,
B KOTOPOM HapyllleHa HOpMajibHasl apXUTEK-
TOHMKA, YTO BJIEYET 3a COOOI BBIpaXKEHHOE
CHIDKEHUE €r0 COKPaTUTEJIbHOI CIIOCOOHOC-
. ClegoBaTe/IbHO, YeM OOJIbIIe IIPOLIEHT
HEKOMITAaKTHOTO MUOKapJa OT OOIlIei MaccChl
CepACUYHOM MBIIILIbI, TeEM 00Jiee BhIPAXKEHHBI-
MU OyayT MPU3HAKKU XPOHUYECKOM cepAeYHON
HenoctatouHoctu (XCH). Kpome 3toro,
MMEET MEeCTO XpOHUUecKasl UIlIeMUsi MUOKap-
Ja, BO3HMKAIOIIAs 1O MPUYMHE HapyIIeHUs
Mukpouupkyasuuu [33]. CepaeuHast Helo-
craToyHoCTh y mnauueHToB ¢ HMJIZK Hocur
KaK CUCTOJIMYECKUIA, TaK U TUACTOJIUYECKUAN
xapakTtep. HapylmeHue aUacToJIMYeCKO
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(yHKUIMYU TTO PECTPUKTUBHOMY TUITY CBSI3aHO
C TaTOJOTMYECKON TpabeKyISIPHOCTbIO MMUO-
Kapja jeBoro xxenynouka [34]. CepaeuHasi He-
JIOCTaTOYHOCTD SIBJISIETCSI BEAYIIUM KJIMHUYE-
CKMM CUHAPOMOM, 3a4aCTyIO OMpeaessionmuM
T€YEHUE U MPOTHO3 3a00JeBaHMSI.

Apummuu. PasznuuHoOro pojga HapylieHUs
pUTMaA U TTPOBOAMMOCTH SIBJISIIOTCS XOTh U He-
cneuudUYecKUMy, HO MaTOrHOMOHWYHBIMU
I AaHHoro 3aboseBaHus. IlepBoe MecTo
B CTPYKTYype HapylIeHUI pUTMa 3aHUMAIOT
JKeJTYIOYKOBBIe apuT™Mui (47 %) — mapokcus-
MaJlbHasi HEyCTOMUMBas U yCTOMUMBAs XKey-
JIOYKOBas TaXMKapAKsl, KeTy104KOBasl IKCTpa-
CUCTOJIUS BBICOKMX Ipagaiuii [34]. MexaHU3MBI,
MPUBOJSAIINME K Pa3BUTHUIO XKU3HEYIPOXKalo-
IIKUX KEJYTOUYKOBBIX apUTMUI, HEe JO0 KOHIIA
u3ydyeHsl. Psan uccnenosareseii moaaraet, 4To
OHM CXOXM C TaKOBBIMU TIPU apUTMOTEHHOM
JUCIIa3uyd mpaBoro xenymouka [35—37].
AHaToMHuecKash HeroMOreHHOCTb MHUOKapjia
JIEBOTO KeIyJAouKa ¢ HaJlmuueM OoJjiee MIoT-
HOTO KOMITAKTHOTO Y PBIXJIOTO Ie30PTaHn30-
BaHHOTO HEKOMITAKTHOTO CJI0sI, BEpPOSITHO,
MPUBOAUT K 2JIEKTPO(PU3UOJIOTMIECKOI HETo-
MOTEHHOCTH MUOKApAa, YTO MOXET CIYKUTb
cyOCTpaTOM IS Pa3BUTHUS XKETYIOYKOBBIX
aputMuii. KoCBEeHHBIM TOATBEPKIACHUEM
STOMY SIBJISIIOTCSI pe3yJbTaThl KUCCIIEIOBAHUS
Y. Daimon u coaBT., KOTOpbIE IMOKAa3aau, 4YTO
HEOTHOPOAHOCTh CUTHAJa OT 30HBI HEKOM-
MMaKTHOTO MMWOKapjaa, BBISBIsIeMas 1O JaH-
HBIM MAarHUTHO-PE30HAHCHOM ToMoTrpaduu
(MPT) ¢ KOHTPACTHBIM YCUJICHUEM, MOXET
KOPPEJINPOBaTh C Pa3BUTUEM KEITYITOYKOBBIX
aputMmuii [38].

DuopUIIALINS TIpeacepanii BCTpedaeTCs
B 25 % cnyyaes [1, 9]. Hapyiuenus nmpoBonu-
MOCTU B BUE aTPUOBEHTPUKYJISIPHBIX OJ0Kal
pa3IMYHBIX CTeNEHEel, 0J10Kaabl HOXEK MmyJyKa
Tuca Takke BecbMa XapaKTEpHbI JUIsT MallMEH-
toB ¢ HMJIK. TlpuuuHoii 3TOMY SIBJISIETCS
MPOrpecCUpyIOIIUI SHAOKAPAUATbHBIN (HUO-
pO3 C TOCTENEHHbIM 3aXBaTOM MPOBOIASIIECH
cuctembl cepaua. ITo manneiM E. Oechslin
U COAaBT., aTPUOBEHTPUKYJISIpHbIE OJIOKAIbI
BcTpevyanuch y 56 % nauuentos [1]. Tlo maH-
HeiM C. Stollberger u coaBT., HapylIeHUS
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MpeacepaAHO-XKeTyT0YKOBOIO ITPOBEAECHUS OT-
Meyannch y 26 % manueHToB [24].

Cunapom WPW BsrisiBisiercs y 2 % 60Jib-
HBIX 1 HauboJiee pacpoCTPaHEH CPeau JETE.
Camasi yacTasl JoKaJau3auusl JOMOJHUTEb-
HBIX ITyTei MpOoBeaeHUS — NepeaHeNneperopo-
JIouHasi 30Ha B o0sacTu (pruOpPO3HOTo KOJiblia
TPUKYCIIMIAIBHOIO KiamaHa [9, 26, 32].

Hanuuue momoaHUTENbHBIX MyTed Mpo-
BeneHus y nauueHToB ¢ HMJIZK Hepenko siB-
JIIeTCd MNPUYMHOWM BHE3aIIHOM CepaeyHoOu
cmeptu. [Tpu pazButuu napoxkcusma GuopuI-
JISILUMU TIpeAcepauii BOZHUKAET yrpo3a Mmpen-
CepIAHO-XKeNyN0YKOBOro mnpoBeneHus 1:1 mo
JOTOJHUTEIbHBIM MPOBOISIIIUM IYTSIM, UTO
BeleT K MHAYKIUU (UOPWILISILMU XKeIyI0d-
KoB. HapymeHuss putMa ¥ MNpOBOAUMOCTH
npu HMJIK MoryT OBbITH €IMHCTBEHHBIM
KJIMHUYECKUM TPOosIBJIeHUEM 3a001eBaHUS.

Tpomboamboruueckuii cunopom. CHUXEHUE
HACOCHOW (PyHKIIMU cepua, HaaTuuue riyoo-
KHUX MEXTpaOeKyIIpHBIX TPOCTPAHCTB, CO-
MyTCTBYIOIIAst GUOPUILISLIMS TIPpEACEPANii CO-
31al0T 0J1aronpusSTHbBIE YCIOBUS IJISI TPOMOO-
obopaszoBanusg. Ilo pmanubeiM E. Oechslin
U COaBT., TPOMOO3 MOJIOCTU JIEBOTO KeTyI104-
Ka BcTpevaercs B 9 % ciiyyaeB, TpoMO03MOO-
Jivs 110 00JIBIIIOMY KPYTy KpOBOOOpaIleHUsT —
B 21 % [1]. TpoM6GO3MOOIMUECKIE OCIOKHE-
HUS SIBJISIFOTCSI BENYILEH TIPUYMHOU WHBAJIN-
nuzauuu namumeHtoB ¢ HMJDK (nmemunuec-
KWl WHCYJIBT, TPAH3UTOPHBIE MIIEMHYECKUE
aTaku, Me3eHTepUabHbIli TPOMOO3).

JImarnocTuka

BBuay HecmelnM(pUYHOCTU KIMHUYECKUX
MPOSIBJIEHUI Ha TIEPBOE MECTO B TMATHOCTUKE
HMJIK BbICTYNalOT MHCTPYMEHTAbHbBIE ME-
TOABI, TaKMe Kak axokKapauorpacdus u MPT
cepaua. JilmarHocTuYecKue 3xokapauorpapu-
yeckue kKputepuu HMIIK npencraBieHbl
pa3IUYHBIMUA aBTOPAMU W OCTAIOTCH JUCKYTa-
OebHBIMU, OJHAKO MBI MPUBEIEM Haubosiee
WU3BECTHBIEC U3 HUX.

T. Chin 1 coaBT. NpeIIOXKUIIN CIIEAYIOIIE
IMarHOCTUYECKMEe KpUTepuu [S]:

1. HMJIXX onpenensiercsi Kak COOTHOLIE-
Hue X/Y < 0,5.

2. X — paccTosiHue OT 3MuKapiaa A0 MeX-
TpaOeKyJISIPHbIX MPOCTPAHCTB.

3. Y — paccrosiHue OT 3nuKapiaa 10 Mak-
CUMAaJIbHO BBICTYITAIOIIEH TpaOeKyJIbl.

4. OTU KpUTEPUU paccMaTpUBAIOTCS B OT-
HOLIEHUM TpabeKysbl, pacrojaramiencs
B 00JJaCTM BEPXYLIKHU JIEBOTO KEylIouyKa M3
napacTepHajJbHOA MO3ULUMU IO KOPOTKOM
OCH, a TakKXKe BEPXYLICYHOU Mmo3uuuu. Tos-
IIMHAa CBOOOJHON CTEHKH JIEBOIO XeaydouKa
U3MepsIeTCsl B KOHILE TUACTObI.

C. Stollberger, J. Finsterer pekomMeHIyIOT
KCITOJb30BaTh CJEAYIOIIMe TUarHOCTUYECKIe
Kputepuu [3]:

1. bonee Tpex BbICTyHalolIUMX B IOJOCTb
JIEBOTO Keayaouyka TpaOeKysa Io Harpablie-
HUIO OT BEPXYLIKHU K MaNMWIISIPHBIM MBILILIAM,
BUAMMBIX HA OTHOM M300paxkeHUH cepala.

2. MexTpabeKkyaspHble MPOCTPaHCTBA,
CBOOOIHO COOOIIAIOIINECS C MOJOCTHIO JIEBO-
ro XeJyno4yka, BU3yaIM3UPYIOTCS C IIOMOIIbIO
LIBETOBOTO JIOMILJIEPOBCKOTO KapTUPOBAHMS
(LLAK).

ITo3xe R. Jenni u coaBT. mpeaioxuan 00-
Jlee pa3BepHYTble AMArHOCTUYECKHUE KpUTe-
pun [39]:

1. CootHomrenue N/C 6Gonee 2, rme N —
HEKOMITaKTHBIN cioil Muokapma, C — KOM-
MakTHBIA cJoM Muokapaa. JByxcioliHas
CTPYKTypa MHOKapAa ¢ MCTOHUYEHHBIM KOM-
MaKTHBIM M YTOJIIEHHBIM HEKOMITAaKTHBIM
cJI0eM, BBISIBJiseMast 3 TTapacTepHaIbHOM M0~
3UILMH 10 KOPOTKOM ocH (puc. 2).

2. OTcyTcTBUE IPYTUX COIMYTCTBYIOIIUX
aHOMaJIui cepaua.

3. Haiuyne MHOrouuc/eHHBIX, Ype3mep-
HO BBICTYMAIOIINX B TTOJOCTb JIEBOTO KEIY-
JloyKa TpaOeKys C MIYOOKUMU MeXTpadeKy-
JISIPHBIMU MTPOCTPAHCTBAMMU.

4. CooO1arommecs ¢ IOJOCTbIO JIEBOTO
KeJTyTouKa MEeXTpPaOeKyJIsspHble MPOCTPAHCT-
Ba, BbIsIBIIIeMble ¢ moMomnipio LIJIK.

JuarHoctuueckue kKputepuu R.Jenni u
COABT. MPEICTABISIOTCS HauboJjiee MOJHbIMU
U XOPOILIO BOCMPOU3BOAUMBIMU B KJIMHUYEC-
KOW IIpaKkTUKe.

C. Lilje u coaBT. IpeaIOKUIN KOJIUYECT-
BCHHYIO OLIEHKY CTEIeHU HEKOMITaKTHOCTU
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Puc. 2. TTapacrepHayibHast TO3UIIUS TIO KOPOTKOI OCH JIEBOTO KeJTyJI0uKa, KOHEll 11acTojibl. 3amepeHue
ToauuHbl KomrakTtHoro (K) n HekomnaktHoro (H) cioeB muokapaa [25]

muokapaa [28]. ABTOpbl peKOMEHAYIOT Olle-
HUBaTb COOTHOIIEHME TOJIIMHBI KOMIMAKT-
HOTO CJIOSI M TOJIIMHBI BCE CTEHKU JIEBOTO
JKeJyIouKa U3 amuKaJlbHOW MO3UIIMU B 00J1a-
ctu ero Bepxymku. CootHomenue 0,26—0,33
OIpeaesieT «MSTKYI0» CTeleHb HEKOMITaKT-
Hoctu, 0,2—0,25 — «yMepeHHYI0», MeHee
0,2 — «1sxenyto». YeM MeHbIIIe 3TOT MoKa3a-
TeJib, TEM XyKe TedeHHe U TIPOrHo3 3aboseBa-
Hus [28].

C10XHOCTH, HEPEAKO CBI3aHHbBIE C HENO-
CTATOYHOW CTEIEeHbIO BU3yalIM3alUu y psiaa
MalMeHTOB, MOTYT OBITh PEIIEHBI TIPU TTOMO-
A YPECTUIIEBOTHOTO 3XOKapanorpapuiec-
koro uccienosanus (YI19xoKI'). MeTtoauka
TakkKe MOXET OBITh TOJIe3Ha IS TIpOBele-
Hus nuddepeHInaaIbHON NUarHOCTUKU 3a-
OoJieBaHUSI.

HuarHo3 HMJIZK cTtaBsIT 10 COBOKYMHOC-
T AWArHOCTMYECKUX KPUTEPUEB, TTOTYICH-
HBIX B XOJI€ BCECTOPOHHETO 00CIe10BaHUS Ma-
LIMEHTa, BKJIOYAIOLIEr0 >KaJoObl, JaHHbIC
aHaMHe3a, pe3yJbTaThl (PU3UKATBHOIO 00CIIe-
noBaHusi, naHHble DKI, xoiTepoBCKOro Mo-
HUTOPUpPOBaHUs, axoKapauorpaduu. [Tpu Ha-
JIMYMKW HapyLIeHUH pUTMa ISl OonpeacaeHus
TaKTUKU JICYECHUST BaxKHbl JaHHbIC MHBA3UB-
HOTO 2JIEKTPO(PHU3UOJOIrMYECKOro UCCaea0Ba-
Husg (DD W), 110 pe3yapraTaM KOTOPOTO pella-
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eTCsI BOIIPOC O HEOOXOAMMOCTU UMILIAHTALIMY
anekTpokapauoctumynsitopa (DKC), a He-
penko — KapauoBepTepa-achuOpUILIsITOpa
(KB). B psine ciay4yaeB mist TOCTaHOBKM Ava-
rHO3a MPUMEHSIOT KOHTPACTHYIO BEHTPUKY-
Jorpaduto, Jy4eBble METOAbI — KOMIIBIOTEp-
Hyto ToMmorpaduio 1 MPT. Xorenoch 661 OT-
METUTh, 4yTO HaHHbie MPT cepaua, ocodeHHO
C KOHTPACTHBIM YCUJICHUEM TadOJIMHUEM, XO-
POIIIO KOPPEIUPYIOT ¢ JAHHBIMU 3XOKapAauo-
rpagpuyeckoro ucciaenoBaHus. Jas nocra-
HOBKM auarHoza HMJIK no ganHsiMm MPT
VICTIONIB3YIOT CXOXHME TUArHOCTUYECKUE KpU-
tepun [40]:

1. Hanuuwue nByx cioeB MUoKapaa — KOM-
IMAKTHOTO ¥ HEKOMIIAKTHOTO.

2. McToHUeHMe KOMMOAKTHOIO CJIOSI MUO-
Kapja.

3. CooTHoOllIeHWe HEKOMMAKTHOIO CJ0sI
U1 KOMMaKTHOro 0oJee 2.

IIprnmenenne MPT cepnua B nonosHeHue
K 3XoKapauorpachuyeckoMy MCCIeI0BaHUIO
MO3BOJISIET TIPOBECTU OoJiee MOJHBIN Audde-
PEHUMATbHBIN AUATHO3 U UCKITIOUUTh OLIMOKY
MPU TOCTAHOBKE OKOHYATEIBbHOIO IMarHo3a.

IToMrMO MHCTPYMEHTaJIbHOMU AMArHOCTH-
KU, B TTOCJAEAHME TOAbI BCE OOJIbILIEC MPUMEHSI -
eTCsl TeHETUYEeCcKoe KapTUpOBaHUE, B TOM
yucie ceMeiitHoe. B HacTosee BpeMst BO3MO-
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JKeH TIOMCK MYTalldii B TeHe MMCTPOOpeBMHA
(ren DTNA) B nokyce 18q12.1—ql2.2, a Tak-
xke B reHe G4,5 (TAZ) nokyca Xq28.

JuddepennuaibHbiii 1MArHO3

B cBoem wuccnemosanum C. Stollberger,
J. Finsterer coobmat, yro y 50 HaOmogae-
MBIX UMM TauueHToB auarHo3 HMJLK mep-
BUYHO BEHICTaBJIeH He ObuUI. Y 20 ManueHTOB
3Hauwicsa auardo3 JKMII, y 14 — 'KMII,
y 5 — ¢ubposnacros, y 3 — muokapaur. I1o
2 yeJI0BeKa UMEN TMArHO3bl PECTPUKTUBHAS
KapaInOMHOIIaTUs, TIEPUKAPIUT W TPOMOO3
TTOJIOCTH JIEBOTO KeIymouKa, 1 maiueHT — 3H-
IOMMOKapAuanbHbI (puodpo3s, eme 1 — m30-
JIMpoBaHHas runeptpodusi Muokapaa Bep-
XYLIKU JieBoro xenyaouka [41]. TpyaHocTu
JMArHOCTUKU, O BCEU BUAMMOCTHU, CBSI3aHbI
C HEeJIOCTaTOYHON WMH(POPMUPOBAHHOCTHIO
MPaKTUKYIOLIUX Bpaueit 00 3Tolt peaKoit Kap-
JTUOMMOIIATUU U C OTCYTCTBUEM BO3MOXHOCTHU
MPUMEHEHUSI COBPEMEHHBIX MHCTPYMEHTAb-
HBIX METOA0B rccienoBaHusi. [loMumo Bhille-
MePeUYrCAeHHBIX HO30JIOTMYECKUX EIUHUII,
IuddepeHLMalbHbI IUArHO3 CAEAYeT MpPO-
BOJIMUTH C OMYXOJISIMU Cepilla, aTpe3ueii Je-
ro4YHOM apTepuu, cuHapomMoM branma—VYaii-
ta—lapnanga, 106AaBOUHBIMU XOpAAMU U Tpa-
oexkynamu [41].

IIporHo3 u npeauKTOPbl HEOIATONPHUATHOTO
TedyeHus 3200/1eBaAHU

B KaxmoMm KOHKpPETHOM Cilydae ITPOTHO3
WHAWBUIYaJeH W 3aBUCHUT OT KJlacca cepraed-
HOM HEIOCTaTOYHOCTH, TPOMOOIMOOIMYIEC-
KUX COOBITHI, XapaKTepa HapyIIeHUI pUTMa.
ITo mannbiM 1. Jedlinsky u coaBT., JieTanb-
HOCTb B TedyeHue 6 jiet cocrasisier 50 % [42].
B memmatpuyeckoil MpakTUKe JIETaIbHOCTD,
no gaHHbiM C. Lilje u coaBT., cocTraBuia
17,1 % [28].

[IpenukTopsl HEOJIATOMPUSTHOTO IIPOTHO-
3a o R. Murphy u coasr. [43]:

1. YBenM4eHHBINI KOHEYHBIN TUaCcTOINYC-
CKMIA pasMep ceplia, BEIABIECHHBIN TIPU Mep-
BOM 00CJIeJOBAaHNH TTAlIMCHTA.

2. XCH III-1IV ¢yHKIUOHAIBHBIX KJac-
coB no NYHA.

3. IloctositHHass ¢dopma GUOPUILISALIUU
Mpeacepavid.

4. bnokana HoXeK My4yka [ica mo 1aHHbIM
OKT.

ITporHo3 Takxe yxyallaeT HAIMYUE Xey-
JIOYKOBBIX HapylIeHWI pUTMa, YTO HEPEIKO
ABJISIETCSA TIPUYMHOM BHE3AITHOM CEPACYHOM
cmeptu (BCC) y mauuentos ¢ HMJIZK, koro-
past MOXeT ObITb MEPBbIM U €AWHCTBEHHbBIM
MNposIBJIeHEeM 3a00J1eBaHus.

le/IHlll/IlIbl N TAKTHKaA
JIeYCHUA

IlamyeHTaM ¢ aCMMITOMHBIM TEYECHUEM
3a00JIeBaHMs], HE UMEIOLIUM JaHHBIX ApUTMO-
JIOTUYECKOIO0 aHaMHe3a W IMPU3HAKOB Hapy-
1IeHus (byHKIIMHU JIEBOTO Xeayaouka, He Tpe-
OyeTcsl ClieUaIM3upOBaHHOrO JedyeHust. Mm
nokKa3zaH JAWHAMUYECKUIA KOHTPOJb, OJHAKO
4YacToTa IUJIAHOBBIX OCMOTPOB OCTaeTcsl 00-
CY>XIaEMbIM BOIIPOCOM CPeIU CMELIUATUCTOB.
IMTanueHTHl AOMXKHBI OBITh MH(MOPMUPOBAHBI
O KJIMHUYECKUX TPOSIBICHUSIX 3a00JeBaHMSI
U HEOOXOAMMOCTH PEryasipHOTO HaOMIOACHMS
y KapauoJora.

Jleuenue maumentoB ¢ HMIJLXK saBnsetcs
MaTOTeHEeTUYECKHUM U 3aKJTI0YaeTCs B MEIMKa-
MEHTO3HOM Tepanuu cepaeyHoil HenocTaToy-
HOCTU C TIPUMEHEHMEM BCEX COBPEMEHHBIX
KJIaCCOB MpernaparoB, B NPOPUIAKTUKE TPOM-
005MOO0IMYECKMX OCJIOXHEHUN, aHTUAPUT-
MUWYECKOI Teparnuu.

Bonpoc 0 BO3MOXXHOCTU MPUMEHEHUSI cep-
JEeYHON pPEeCUHXPOHUBUPYIOLIEH Teparnuu
(CPT) ocraercs criopHbIM. MakcumaabHOE
KOJIMYECTBO ITallMEHTOB, BKJIIOYEHHBIX B
TPYIIIBI JOJITOCPOYHOIO aHaIM3a, Mo JaHHBIM
JIUTEpaTyphbl, HE TMpeBbIIIAeT 4YeThipex [44].
Taxke UMEIOTCS COODILIEHMS O ClIydasix Jiede-
HUSI C TIPUMEHEHUEM JaHHOUW METOIUKU y Je-
teil. K. Saito 1 coaBT. MIPUBOAAT MpUMEpP yC-
nemrHoro npumeHenus CPT y 3-netHeit na-
LIMEHTKU ¢ n3oaupoBaHHoi popmoit HMJI2K
" y3kuM KoMmIiekcoM QRS B cpoku Habmo-
JIeHMs 10 ABYX JeT [45].

B tepmuHanbHbIX cragusax XCH caemyer
pPaccMOTPETh BOIIPOC O BO3ZMOXHOCTU TPaHC-
mnanTauuu cepana. E. Oechslin 1 coaBT. Tipu-
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BOJST JaHHbIE O 4 ciayyasix TpaHCIUIAaHTALMU
cepaua y nauueHtos ¢ HMJK [1].

Ilpy HanuMuyuKM aTPUOBEHTPUKYISIPHBIX
0JIoKaJ MoKazaHa MMILIAHTaLMsT IBYXKaMep-
Horo ODKC. KuszHeyrpoxawine KeJIyI04Ko-
Bbl€ HapylIeHWs pUTMa AejaroT 0O0CHOBaH-
HbIMU Ha3Haye€HUE aHTUAPUTMUUYECKUX Tpe-
napatoB u uMmiuiaHtauuio KB/l ¢ uenbio
npodunaktuku BCC.

Bonpoc 0 BO3BMOXHOCTH paaroyacTOTHOMN
abnanuu (PYA) ouyaroB xKejlyTOUKOBBIX apUT-
muit mpu HMJIZK He peureH. B nurtepatype
HaMM HalIeHO TpU COOOIIECHUS O CIydasix pa-
JMOYACTOTHON abjaluuu y MauydeHToOB ¢ 9TOM
Kapauomuoriatreir [46—48]. B nByx ciaydasx
3 Tpex PUA Obl1a BBITIOJIHEHA SMTUKapIUaIb-
HbIM poctynoMm. [Ipu Haauuuum cuHApOMa
WPW sBbinonssioT onepaunio PYA gornoaHu-
TeJbHBIX MyTEl MPOBEACHMUSI.

CHukeHue ¢ppakiimyd BbIOpOca JIEBOTo XXe-
Jlymouka, TpoM003 TojocTeit cepaua, ¢puod-
PWLISLUAS TIpeACepaAMii, 3IMU30abl TPOMOO-
AMO00JMKM B aHaAMHE3e SIBJISIOTCSI TTOKa3aHUsI-
MM IS OJUTEJIbHOW AaHTUKOATYJISHTHOM
Tepanuu.

INameHTamM rpynIbl BBICOKOTO pUCKa IO-
Ka3aHO aKTMBHOE IMHAMUYeCKOoe HaOIoie-
HHE y KapAuoJora He pexe IBYX pa3 B rof, 060-
Jiee arpecCUBHbBIC MOIXOABI K JIEYCHUIO (B TOM
yuciae ¢ ummiaHtauueir MKBI) u, no Bo3-
MOXHOCTH, 00Jiee paHHEl TOCTAHOBKOI B JIU-
CTBI OXKWIAHUS U TPAaHCTIJIAHTAIIUM CepIia.
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