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Abstract: arrhythmogenic right ventricular dysplasia is a disease of unknown etiology, characterized by progressive
replacement of the right ventricular myocardium with adipose and connective tissue and manifested by ventricular
arrhythmias and sudden death.Reliable and timely diagnosis of the disease will help in prescribing adequate treatment
and preventing ventricular arrhythmias and sudden death.
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Aunomayusn: apummozceHndass OUCNIA3UsL  NPABO20  JCENYOOUKA — 3MO  3a004e6aHue HEICHOU IMUOIO2Ul,
Xapaxmepusyioweecs npoepeccupylouum 3aMeueHueM MUOKApod npasoco HceryOOuKd HCUPOo8ou U cOeOUHUMENbHOU
MKAHBIO U NPOSIBNIOUEECSL HCELYOOUKOBLIMU APUMMUSMU U 6HE3ANHOU cMepmbio. Jlocmosepuas 1 ceoeepeMeHHas
ouazHocmuka 3a00/1e6aHUs NOMOJXCEM 6 HA3HAYEeHUU A0eK8AMHO20 JeueHus U NpeoomspaujeHuu Hceayo0ouKo8ol
ApUMMUYU U HE3ANHOU CMEPMUL.

Knrouessle cnosa: apummozennas OUCHIA3us npago2o Hceiy0ouKkd, OUAeHOCMUKA.

AputMmoreHHas gucioiasus  mpaBoro  okenmymouka (AJIDK) — »osro 3abomeBaHme HESCHONH OSTHOJIOTHH,
XapaKTepU3yoIeecs MPOTrPEeCCHPYIOMUM 3aMeleHreM (BHAJale O4aroBBIM, 3aTeM IU(Qy3HBIM) MHOKapa MpaBOTO
xemynouka (IDK) skupoBoit 1 COSTMHUTENBHOM TKAHBIO M MPOSIBILIOIICECS JKeTYIOYKOBBIMH aPUTMHSMH U BHE3AITHOM
cmepthio [5, 8, 10]. B mo3mHuX cTagusx MaTONOTHYECKHN MPOIECC MOXKET PACHpPOCTPAHSTHCS Ha JICBBIN JKEITyTOUYeK
(JIK), omHako MeXOKeNyZOYKOBas IEperopojka IMpakTHueckun He mnopaxaercs. Tepmun AJIIDK Bmnepsolie BBenu
G.Fontaine et al. 8 1977 r. B 1982 r. F.l.Marcus et al. npenoxmwim TepMHUH «apUTMOTEHHAs MPABOXKETYI0IKOBAs
kapauomuonaris» (KMII), nimn «aputmorennas 6onesus IDK». B 80% cinydaes AJIIDK BrrsBnsiercst B Bo3pacte 10 40
ner, dame y MyxxauH. AJIIDK MoxeT HauaThest v B OXKMWIOM Bo3pacte [7, 8].

Otnonorus 3a00JeBaHUS O HACTOSIIEIO BPEMEHM OCTAeTCs HEACHOM. VIMEIoTCs TaHHBIE O HACIEACTBEHHOM
xapaktepe mucriasui. B 1988 romy A. Nava et al. Bbickaszamu rumoresy 06 ayTOCOMHO-IOMHHAHTHOM THIIC
HACJIEZIOBAHUSl C DPa3JIMYHON CTENEHBIO MPOSBICHUA W TEeHeTpauuu, nocruratoineit 12-25%. OtnenbHbIE PErHOHBI
XapaKkTepU3yIOTCs MeHeTPaHTHOCThIO Bhilie 50% (Tak HazpiBaeMasi BeHeuuaHnckas KMIT) u naxe no 90% (npoBuHLus
Hakcoc B I'pennu). Bbiin BBISBICHBI TeHETHUECKHE HApYIEHUST B Xpomocome 14023 — 924 u 10p12-pl4 [1, 2, 12].
Nmerorcs HaOMIOASHUS ayTOCOMHO-PELIECCUBHOIO HacnenoBaHus. OpHako OOJBIIMHCTBO MAIUEHTOB HE HMEIOT
CeMeHOTO aHaMHe3a WK (HaKTOB BHE3AIMHON cMepTH v Omimkaiux poactBeHHHKOB [10]. TlosiBierne ManshopMarim
BO3MOXKHO B 3apOJbIIIe WM NPHU HAIWYUM OHMOXMMHYECKOTro Ne(eKTa, BBI3BIBAIONIETO AEreHepanuio B JeTcTBe. B
HACTOSIIee BpeMs YCTaHOBICHO, YTO HeCHelH(UUECKHA MHUKapIUT, OOHAPYKUBAEMBIA MNPH THCTOJOTHYECKOM
UCCIIeIOBAaHUH Ceplila 3HaYnuTenbHOi yactn 60nbpHBIX AIIDK, siBnsiercss HeaBHCHMMBIM 3a00J1€BaHIEM, KOTOPOE MOXKET
HakiageiBaThest Ha KMIL Ilo MHEHWIO MHOTHX aBTOPOB, OCHOBHOW NMPHYWHON THOENN KIETOK W YHUBEPCATHHBIM
OOBSICHEHHEM MPOTPECCHPYIOMIETO 3aMEIIEHHsT MUOIIMTOB 000uX enynoukos npu AJIIDK siestercst amonros [1, 3, 6].

Ipu ayroncuu GompHbIX ¢ AJTDK BBIsABISETCS TOKANBHAS WM reHepainzoBaHHas musttanus [DK ¢ ncrondyennem
€ro MHOKapia B TUIHYHBIX 00JacTsX (BEpXyIUKa,IPUTOYHBIA OTIAEN W 3amHe-0a3anbHas CTEHKA - «TPEYTONBHUK
JHCIUIa3um»). Yacto HaOMogaeTces MIMPOKOe 3aMellleHHe SITMKapAa U cpeaHero cios Muokapaa IDK xupoBoii TkaHbIO ¢
pasBUTHEM WHTepCTUIHATbHOTO (ubpo3a. G.M.Boffa et al. omwmcamm mBa rucromormueckwx  TUma OOJIE3HU:
JUTMOMATO3HBIA €  TEPBUYHON  OUIATAME  NPUTOYHOTO  oTmena winu obmed mumatammern IDK nm
¢ubponrnomMarto3Hblil ¢ aHeBpru3Mamu cteHkH [DK Hmoke 3amHeill CTBOPKHM TpPeXCTBOPYATOrO KilaraHa, B 0OJIacTH
BEPXYIIKH W/WJIM PUTOYHOTO TPAKTA.

KnuHuka OOBIYHO TMOSBISIETCS B TOAPOCTKOBOM M IOHOLIECKOM Bo3pacTe.  XapaKTepHbl JKajloObl Ha
TOJIOBOKPYKeHUs1, 00OMOPOKH 1 nepeboun B padoTe cepia. [lepBbiM nposiBiieHneM 3a00JieBaHMsI MOKET ObITh BHE3aITHAs
cmepTh [14].



Brinenstor cyOKIMHHYECKyIo cTaguio (0e3 MpHU3HAKOB, C Ha4YaJoOM B BHAE (UOPWIISALUN KETyJOYKOB), CTaIHIO
JNEKTPUYECKUX OEcTopsiIKOB (C cepAlleOMeHneM W CHUHKOIE M3-3a jkenynoukoBoi Taxukapauu (OKT)) u cragmio
TIPaBOKEITYI0UYKOBOM HITH OMBEHTPHKYIISPHOM HemocTarounoctH [8, 9, 15].

Onexrpoxapauorpamma (OKI') y 6ompHBIX ¢ moaTBepxaeHHoN AJIIDK xapakrepusyercs HATMIHEM KeTyIOYKOBBIX
apuTMHUil B BuAe croiikod m HeyctoiumBoil KT c mpusHakamu Omokamel jeBoii HOxKu myuka ['mca. Hepemko
HaOJromaeTcs JUIIb YacTas >KelrymoukoBas skcrpacucronms (DK3). Mopdomormdeckum cyOCTpaToM HHPKYISIHH
BOJIHBI BO30Yxnenus (re—entry) B muokapae IDK kak ocroBHO# mpuuunsbl JKT u XKD cumraroTcss oyard >KMpPOBOTO
TIePEPOKICHUSI MHOKap/ia 1 HHTEpCTUIHATBHOTO (hroposa [11].

Ha sxoxapauorpamme (Ox0KI') onpenensiercs mumaranus [DK ¢ yBemmdeHHeM ero KOHEYHO-THACTOIMYECKOTO U
KOHEYHO-CHCTOJTMIECKOTo pa3mMepoB u cooTHommeHrneM auamerpoB [DK u JDK Gomee 0,5, mokanpHOE BBHITITYMBAHUE H
JIICKWHE3HsI HIDKHE-0a3abHOM CTEHKH, BBIPAKEHHBIH MOJEPATOPHBIN TSK,M30JMPOBAHHOE PACIUIMPEHNE BBIXOIHOTO
TpaKTa WK JUCKHHE3Us BEPXYLIKH, TpaOeKyIsipHast ae3opranumsanus [2, 13].

Ilpn pammomsoromHoi aHrumorpaduu aHomanbHast cokparumocte IDK wmmeer 100% cnemmduuHOCTE M
JuarHoctTryeckyro 3HaunmMocts must AJIIDK.  Arrmokapauorpadust BBISBISET aHEBPU3MAaTHYECKHE W3MEHEHUS B
OPUTOYHOM OT/ENe Win BeixoaHoM Tpakte IDK [13].

Ipu cumaTHOrpadmn n IxoKI' y Bcex GompHBIX ¢ AJIIDK cooTHOIIEHHE KOHEYHO-ANACTOIMYECKHX OOBEMOB
IDK/JIXK 6b10 Gonee 1,8, a ppakuus Beiopoca (PB) ITXK - menee 50% [4, 9].

OHIoMHOKapauanbHas OWOICHS MPOBOMUTCS B OOJIACTH COEAWHEHUS TEPEeropoikd M cBoboxHoi crenku [DK.
Kpurepruem auarsoctuku siisiercsi 1oist pudposnoit (<40%) u sxupooii Tkanu (>3%) B 6uonrare.

MarHuTtHoO - pe3oHaHCHas ToMorpadus BBIABIISET MOBBILIEHHOE COACPIKAHNUE )KUPOBOH TKaHH B CBOOOJHOW CTEHKE
IDK. DTOoT METOI MOXKET 3aMEHUThH aHTHOTPA(HIO 1, BO3MOXKHO, bnoncuio B auarnoctuke AJIIDK [5, 10].

[Ipu peHTreHOKOHTPACTHOM BEHTPHUKYJIOTpaduH, SABIAIOMIEHCS «30I0TEIM CTaHIapTOM» B pacrio3HaBaHuu AJIITK,
ormeuaerca mwiatanus IDK B codeTaHun ¢ cermMeHTapHBIMH HAapyLICHHUSMHM €rO COKpPAIIEHHUs U BBISTYMBaHUEM
KOHTypa B oOmactu muciutazud. [lpu punstaiponnoin KMIT IDK u «uuctom» muokapaute B omimume ot AJITDK
runokunesust IDK u JOK wocut nuddysusiit xapakrep [4, 5].

TakuMm 00pa3oM, JOCTOBEPHOE M CBOEBpeMEHHOe ycraHoBieHue auarHoza AJIIDK nomoxker B Ha3sHaueHUU
aJIeKBaTHOTO JICUCHUS W MPEAOTBPAIICHUH TAKUX TPO3HBIX OCIOKHEHMH, KaK KETyJOYKOBBIC apUTMHUM M BHE3AITHAS
CMEpTb.
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