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Pe3iome. B PE3YIbTAaTC UCCIICAOBAHUA OBLIO YCTAHOBJICHO, UYTO apUTMOI'CHHAA KapJAUOMHUOIIATUS
XapaKkTepu3yeTcs TCeHICPHBIM aucOanaHcoM (mpeolialaHue JIMIl MYKCKOTO TIojla HaJl YKCHCKHM),
NpCaANKTOpaMHn He6J’IaFOHpI/I}ITHLIX HCXO0O0B SABJIAOTCA My>I(CKOI71 I10JI, aHAMHCCTUYCCKHU 3IINU30/1 IIPC-HUIIN
CHHKOIIAJIbHOI'O COCTOAHHA, 3apCruCTpUpOBaHHAs HCYCTOﬁqHBaﬂ I/I/ 01040 yCTOfI‘IPIBEl?[ JKCITyJOUYKOBas
TaxXuKapaus. I[J'I}I BepI/I(I)I/IKaI_[I/II/I JAUarHo3a, a TakykKe I1pu IjIaHupOBaHUHU JICUCHUA H606X0)II/IMO IIPpUMCHATDb
KOMILIEKCHBIN TTOJIXO/I.

KiaroueBble cjioBa: APUTMOI'CHHAsA KapaAnuOMHUOIIaTHA, BHE3allHas cepacyHasd CMCPTh,
KEIyJJOUKOBAast TAXUKAPAXS, IMIIAHTHPYEMBII KapInoBepTep-1eheOpuiIsaTop, paanodacToTHast abaaus

Resume. The study found that arrhythmogenic cardiomyopathy is characterized by gender
imbalance (predominance of males over females), predictors of adverse outcomes are male gender,
anamnestic episode of pre-or syncope, registered unstable and/or sustained ventricular tachycardia. To
verify the diagnosis, as well as in treatment planning, a comprehensive approach should be applied.

Keywords: arrhythmogenic cardiomyopathy, ventricular tachycardia, implantable cardioverter-
defibrillator, radiofrequency ablation

AKTYaJlbHOCTb. ApUTMOT€HHAsl JUCIUIa3Us/KapAUOMUONATHS TIPABOTO KEITyJ0uKa
(AAIDK/AKIDK) sBnsiercss HacleACTBEHHbIM 3a0oJjieBaHUEM, TEpPEaoIIUMCs  TI0
ayTOCOMHO-JOMHWHAHTHOMY THNy. Tunu4Has rucronaronoruyeckas kaptuHa AJIDK
XapaKTepU3yeTcss MPOTrPeCcCUpYIONIeH JTOKaIbHOW 00 auddy3Hoit hudpo3HO-KUPOBOH
uHUIbTpalMed MpaBoro >KEIyJ0YKa BCJICACTBHE HApYyIICHUS (PYHKIIUU KIECTOYHBIX
MOJICKYJI aJre3WH, YTO MPUBOAUT K (POPMHUPOBAHUIO APUTMOTEHHBIX CYOCTpPaTOB,
OTBETCTBEHHBIX B JAJbHEUINEM 3a KIWHUYECKYI0O MaHU(ECTAIMI0 >KU3HEYTPOKAIOIINX
COOBITHI (KETyIOUYKOBasi TaxXWKapAus/GuOpWIIAIMsA), a TaKkKe MPOrpecCUpOBaHUE
XPOHHUYECKOHN cepJieuHoil HemocTtaTtouHocTH [1]. B HacTosiiee BpeMsi JaHHAsl MATOJIOTUS
OCTaeTCsl OJIHOM M3 CaMbIX PaCIpPOCTPAHEHHBIX (HOPM KapIUOMHUOMATHH, TPUBOIAIINX K
BHE3AITHOW CEPJICUHON CMEPTH CPEAM JIMI MOJIOAOTO Bo3pacTa [2].

N3ydyeHne apUTMOTr€HHOW JUCIUIa3UM NPaBOrO JKEIyJO4YKa MPOJUKTOBAHO €€
COLMAJIbHO-D)KOHOMUYECKON 3HAYMMOCTBIO, 4 TAK)KE€ HEPELIEHHBIMU 1O KOHIIA BOIPOCAMHU
ATUOJIOTMM M MaTOreHe3a, MHOrooOpa3ueM, a Takke HecnelM(UYHOCThIO KIMHMUYECKHX
MPOSIBICHUM, TPYJHOCTSIMU HHCTPYMEHTAIBHOM JUArHOCTUKY U AaJIbHEHIIeN pa3paboTKon
NOAXOJO0B K JICYEHHUIO.

Heab: YCTAHOBHTH 0COOEHHOCTH TEYEHUS apUTMOT€HHOM
JAUCIUIA3UN/KapJUOMUOTIATUH [TPABOTO KEITYyA0UKA.
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3agaun:

1. [Ipoananu3upoBaTh 4acTOTY BCTPEUAEMOCTH apUTMOTEHHON KapJAHMOMUOIATUHU B
0eJIopyCCKOM MOMYJIAINH;

2. BoIsIBUTH 3HaYMMBbIE MPETUKTOPHI HEOIArOMPUATHBIX UCXOJIOB Y MAIUEHTOB;

3. OmnpenenuTh JIUArHOCTUYECKYIO 3HAYUMOCTh HHCTPYMEHTAIBHBIX METO/IOB
MCCJIEIOBaHMS MPpU Bepu(UKaIIMU JUArHO3a;

4. OueHuTh pe3yibTaThl MPOBEACHHOrO JICYCHHS Yy MAIMEHTOB C Pa3IMYHBIMU
KIIMHUYECKUMU MPOSIBJICHUAMHU apUTMOTCHHON KapAMOMHUOTIATUH.

Marepuanbl u MeToabl: [[1s OIEHKM 4YacTOThl BCTPEYAEMOCTH Yy MalMEHTOB
APUTMOTEHHOW KapJIUOMHUOINATHH, KIUHUYCCKAX OCOOCHHOCTEH, WHCTPYMEHTAIBHBIX
MoKazaresied, a TakKe [MPOBEICHHOIO JICYCHUS, BBIMOJIHSMJICS OJHOMOMEHTHBIN
PETPOCHEKTUBHBIN aHalli3 MEIUIMHCKUX KapT CTalMOHAPHBIX MaIllMEHTOB, KOTOPHIE
npoxoaunu  Jseuenne B PHIIL «Kapmmomorms» 3a mepumomy 2016-2022 1T
OO6mekIMHYecKOe 00CaeI0BaHUE BKJIOYAI0 B cebs cOop kanmo0, aHaMHe3a, a TaKxke
OOBEKTHBHBIM ocMOTp mnarueHTa. CraHIapTHOE MHCTPYMEHTAIBHOE HCCIEOBaHUE
BBITIOJIHSJIOCH BCEM mareHTam u Bkiodasno B ceds OKI' B 12 orBepeHusIX, cyTouHOE
xonrepoBckoe MoHutopupoBanue OKI, TpancropakanbHyro OxoKI'. Ilpu anamuze
pEe3yNbTaTOB MArHUTHO-PE30HAHCHOM ToMorpaduu C KOHTPACTUPOBAHHEM OCHOBHOE
BHUMaHHe ynensioch mnapamerpam IDK  (ppaxmus  BweiOpoca (DB), koneuHo-
muactonmyeckuii oobeM (KJ1O), cootHomenuto KJ1O u [IIT, Tonmunae cTeHKH U ydacTkam
€€ UCTOHYEHUS, HAIMYUIO 30H TUIO-/AUCKUHE30B, aHEBPU3M, KUPOBBIX BKIFOUEHUH.

Pe3ysabTaTthel m o0cy:kaeHue. B xone ucciegoBaHus ObUIO YCTaHOBJIEHO, YTO B
PHIIL «Kapauonorusi» ¢ aumarHozom AKIDK/AIIDK wabmomancs 21  mamueHT.
[TonyueHHbIe TaHHBIE CBUJIETEIICTBYIOT O MPEUMYIIIECTBEHHOM MOPAKEHUH JIUI] MY KCKOTO
noma (N=14, 77%) no cpaBHeHHIO ¢ XeHCkuM (N=7, 23%). ['enmepHbIii aucOamaHc,
BO3MOXXHO, CBSI3aH C JEWCTBUEM IIOJIOBBIX TOPMOHOB, a TaKKe€ HaJIMYHEM OOJIbIIEH
buszndeckoit Harpy3ku y Mmy>kuuH. CpeqHuil Bo3pacT BceX MaIreHToB coctaBui 36,4 roga
(min=18; max=67), cpeanuii Bo3pacT MyxuuH - 36,9 ner, xkeHmuH - 36,7 ner
COOTBETCTBEHHO.

B MY)K ¥ KeH

Puc. 1 — Crpykrypa natuenton € auarnozoM AKIDK B 3aBucumMocTu ot nona

YcTaHOBIIEHO, 4YTO B MpEeBaJMpyroIieM OoJbIIMHCTBE ciaydaeB (N=18, 86%)
KIrHUYeckuM TpossiieaneM y ymi ¢ AKIDK 6puto onrymenue HapymieHus putMa cepara
(yuamenHoe cepaieouenue). 12 (57%) manmueHToB IpH OMPOCE MOATBEPN AT HATNIUE
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X0Tss OBl OJHOTO BHE3aMHOTO OHMNH30/a Mpe-WIM CHUHKOMAJIbHOTO COCTOsSIHUSA 0e3
MPEABECTHUKOB M BEreTaTUBHOM CHUMITOMATHKH, 4YTO, BEpOSITHEE BCEro, ObLIO
CIIPOBOLIMPOBAHO YCTOMYUBOM >KETyJ0UYKOBOM Taxukapaue. Y 5 (24%) nui ormevancs
MEePUOJIMYECKUIA 3arpyAMHHBIA JUCKOMMOPT B IpeKapAuaibHON O0JacTH BHE CBS3U C
JIBUTATENIbHOU aKTUBHOCTHIO. 4 (19%) nmanuenTa B aHaMHe3€ UMENH KJIMHUYECKYI0 CMEPTh
C YCIICLIHBIM IPOBEAECHUEM CEPACUHO-JIETOYHONW peaHuManuu. KilnHn4eckue mposiBICHUS
XCH otmevanucs y 14 (45%) nauuentoB. [Ipy 3TOM CTOUT OTMETUTH, YTO Ha EPBOE MECTO
B KinHU4eckor kaptuHe XCH Beixoawna mums y 4 nmanueHToB (13%). Ctpykrypa craguit
no Bacunenko-Craxkecko u ¢ynkunuonansHoro kinacca XCH mo NYHA otpaxena Ha
pUCYHKE 2.
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Puc. 2 — Crpykrypa craauii u pynkimonanbpHoro kinacca XCH y manmenTos ¢ AJIITDK

[Ipn ananu3e mnokaszaTenel HMHCTPYMEHTAIbHBIX METOJOB MCCIIEOBAaHUS OBbLIO
BBISIBJICHO, UTO b y 1 manuenta Ha DKI' 3apeructpupoBan HHBepcUpOBaHHbIN 3yoer T
B mpekopauanbHbix otBeneHusx V1, V2, V3 npu orcyrcrBum IIBJIHIIT. JlanHsbrii
ITOKA3aTeIIb OTHOCHUTCS K MAJIBIM KPUTEPHUAM B X0€ noctanoBKky nuarno3a AJIIDK. V 3 i
BBISIBJICHA SIICUIIOH-BOJIHA, KOTOPAs SBJISETCS BHICOKOCTICHM(DUYHBIM MPU3HAKOM HATUUHS
y nauuerToB AJITTK.

B xone onenku pesynbraToB cyrounoro mouutopupoBanus DKI' mo Xonrtepy y 19
NAIMEHTOB OTMEYAINCh JKey10uKoBbie HapyiieHus putma. Kommyectso XKOC 6onee 500
B CYTKH, YTO HPHUHATO CYUTaTh MaJbIM KpHUTEpUEM JUII IIOCTAHOBKM JIMAarHo3a
apUTMOTEHHOW KapauoMuonatuu, BbisiBIeHO Yy 17 (81%) mammenTtoB. HeoOGxomnmo
OTMETHTb, YTO HA/KEIYI0YKOBBIE SKCTPACUCTOJIBI ONPEAEISUINCH TOJBKO y 3 MalUEeHTOB.
[logpoOHast cTpyKTypa HapylleHUd pUTMa y JIMII C apUTMOTE€HHON KapAuoMuonaThuei
oTpakeHa B Tabnuile 1.

TaoJu. 1. CtpykTypa HapymieHuil putma y narueHtoB ¢ AJIIDK

Tun HapymeHus Yucio narmeHToB (N)
VYcroitunBas xemynoukoBas Taxukapaus (JKT) 7
HeycroitunBast sxenmymnoukoBas tTaxukapaus (OKT) 8
CunoatpuanpHas (CA) 6mokana 2 crenenn MooOuTiy 1 1
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IIpoodonxcenue mabauywt 1

Oubpumsus npencepauit (OIT) 2
AtpuoBentpukyisipaas (AB) 6mokana 1 crenenu 1
[Tonnas 6mokana npaBoit Hoxku mydka [ 'uca (ITBITHIIT) 1
[Tonnas 6mokana neBoit Hoxku mydka [ 'nca (ITBJIHIIT) 3

B pesynbrare aHamuza mnokaszaTeleidl TpaHCTOpakKalbHOU 3xokapauorpaduu y 3
MalMEHTOB BbIsiBIEHA JIoKanbHas runokuHesus [DK. OcnoBublie mapamerpel DXO-KI' y
MOIABJISIIOLIET0 OONBIIMHCTBA JUL HAXOAWINCHh B NpEJeTax YCTaHOBJICHHOW HOPMBI U
CYILLIECTBEHHOI'0 3HAYEHUS B IOCTAHOBKE JMArHO3a HE UMETIH.

[Ipn ounenke pesynpraroB 21 MPT cepana ycCTaHOBIEHBI INPAaBOJOMUHAHTHBIN
Bapuant AJIIDK y 9 mnanueHToB, JIEBOOOMUHAHTHBIA Yy 2 JUI COOTBETCTBEHHO, U B
nosioBuHe ciydaeB MPT 3akitouenue TpeboBasio mpoBeIeHUsI FTEHETUYECKOM BepU(PUKALIUU
anbo aHanmu3a JPYruxX AUArHOCTUYECKUX KAaTEeropuil Uisl MOATBEPXKIEHUS JAUarHos3a
apUTMOTEHHOUN KapJAHOMHOIIATHH.

B xoxe ouenku npoBogumoin Tepanuu nanueHtam ¢ AJIIDK ycranoBieHo, 4TO
(bapMaKoJOru4ecKoe JeUeHUe MPEACTABIIO cO00M HCMONIb30BaHUE aHTUAPUTMUYECKUX
npenapatoB |1l knacca, 6era-6;10KkaTOPOB U JIEKAPCTBEHHBIX CPEACTB, UCIOIB3YEMBIX IS
JICYEHUS CEpJIEYHON HEeOCTAaTOYHOCTH. Llenbio Ha3HaueHus: aHTHAPUTMUYECKOI Tepanuu
npu AKIDK siBiisiercs nmpeaoTBpanieHue B OyayieM sKkU3Heyrpokaromux coobituil. [Ipuem
aMUOJapoHa OTAEIbHO WM B KOMOMHAIMU ¢ Oera-Oiokaropamu ObuUT HanOojiee 4acTo
HCIIOJIb3YEMOM TEPANEBTUYECKON CXEMO.

PUA aputmorennoro ouara (KOC/)KT) Oblna BbiloIHEHA 8 MamueHTaM, 2 U3 HUX
BBITIOJIHSIACh MOBTOpHAs npoieaypa. [lonoxurensHoro a¢dexra He ObUIO TOCTUTHYTO, B
TOM YHUCJE€ W TMOCJ€ MOBTOPHBIX BMELIATENbCTB, YTO CBSI3aHO, BEPOSTHEE BCEro, C
HaIIPaBJICHUEM DPACHPOCTPAHEHMS] NATOJOTMYECKOrO OdYara OT 3MUKapAa K SHIOKapay.
JlanHast 0COOEHHOCTb 3aTPYAHSIET MPOBEACHHUE MPOLIEYPhl, UCIIONb3YIOIIas CTaHJapPTHBIH
SHAO0KAPAUAIIBHBINA JOCTYII. 7 TULaM OblT UMILITAHTUPOBAH KapuoBepTep-AehuOpuLIsTOop.

1 mammenty ¢ AKIDK BBuUOy 3HAYUTEIBLHOIO MPOTPECCHUPOBAHUS XPOHUUYECKOU
CepCYHOM  HEJAOCTATOYHOCTH,  pa3BUTUS  peppakTEpHOCTH K  NPOBOJUMOMU
MEIMKAMEHTO3HOW TEpanuu, a TaKKe HEBO3MOXXHOCTH BBIIIOJHEHHS aJIbTEPHATHBHBIX
XUPYPTUYECKUX M HMHTEPBEHIIMOHHBIX METOJIOB JIEYEHUSI B KauyecTBE Tepanuu ObLIO
PEKOMEHIOBAHO BBIOJIHEHUE OPTOTONMMYECKOMN TPAHCIIAHTALlMU CEPLIA.

BbIBOADBI:

1. TlanumeHTsl € apUTMOTCHHOW KapJMOMHUONATHEW MPaBOro >KeayJ0uKa
XapaKTEpU3yIOTCsl TeHIIEPHBIM JucOanaHcoM (mpeobiasaHue JUI MY>KCKOTo Ioja Hal
*KeHCKUM). J[eOroT 3a00J1eBaHusI MPUXOIUTCS Ha Bo3pacTHOM nepuos ¢ 20 1o 40 netry 66%
MALMEHTOB.

2. 3HaYMMBIMU MPEJUKTOPAMU HEOJIAronpUsATHBIX UCXOJOB Y JIULl C apUTMOT€HHOMN
KapAUOMHOIIATHEN SBIIAIOTCS MYXKCKOW IIOJI, AHAMHECTHMYECKM 3IMH30] Npe-WIn
CUHKOMAJILHOTO COCTOSIHUS BO BpeMsl BBIMOJHEHUS (U3MYECKON Harpy3ku Judo
cnontanHo, gauchynkums IDK 1o  uHCTpyMEeHTaNbHBIM  JaHHBIM, a  TaKXKe
3aperucTpUpoBaHHAs HEYCTOWYMBAS W/WIIHM yCTONYMBAS JKEIYJOUYKOBask TaXUKapIusl.

3. Cpean InarHOCTHYECKUX HEMHBA3UBHBIX MHCTPYMEHTOB MAarHUTHO-PE30HAHCHAS
ToMorpadust cepzilia ¢ KOHTPACTHBIM YCUJIEHUEM 00s1aaeT 0oJiblIel CeU(pUIHOCTHIO B
BBISIBJICHUH apUTMOIE€HHOW KapJAMOMHUOIIATUH, YEM TPAHCTOPOKaJbHAas dXOKapauorpadus,
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OJIHAKO TaK)K€ HE SBJISIETCS JOCTATOYHO JOCTOBEPHBIM METOJOM U TpeOyeT JalbHEHIIEero
MOJATBEPKIACHUSI TEHETUYECKOTO TecThupoBaHusA. [lodTomy mis TOuyHOM BepuduUKauu
JMarHo3a HEOOXOIUM HHTETpalibHbId MOAXOMA, KOTOPBIA BKIIOYAN OBl PE3yJIbTaThl
Pa3IUYHBIX METOJIOB 00CIEOBaHUSI.

4. TakTuKa JICUEHHUS] apUTMOTCHHON KapJWOMHUOIIATUM 3aKJIIOYAETCS B CHH)KCHUU
pUCKa BHE3AIHOM CEpACYHOM CMEPTH, a TAKKE YJIYUIICHUS KAdeCTBA KU3HU IyTEM
HUBEJIMPOBAHUS CUMIITOMOB apUTMHUU U CEPACYHON HEAOCTATOYHOCTHU. /{7151 BBITOIHEHUS
JAHHBIX 3a7a49 HEOOXOIUM KOMIUICKCHBIM IOAXO0J, BKIIOUAIOIMINA KOPPEKIHIo o0pasza
KHU3HU (OrpaHUYCHUE MHTCHCHUBHBIX (DU3MUECKHX HArpy30K), MEIHMKaMEHTO3HOE (TpuemM
AHTUAPUTMHUUYECKUX MpenaparoB, 0eTa-0J0KAaTOPOB) U XHUPYPruuyeckoe (MMIUIaHTaIUs
KapAnoBepTepa-aepuoOpmsTopa, BeimoiHeHne PYA apUTMOT€HHBIX 0OYaroB, a TaKxkKe
TpPaHCIUIAHTALIMS Cep/Ilia) JICUEHUE.

Jlureparypa
1. Corrado, D. Treatment of arrhythmogenic right ventricular cardiomyopathy/ dysplasia: an
international task force consensus statement / D. Corrado, T. Wichter, M.S. Link, R.N. Hauer et al. // Eur.
Heart J. — 2015. — Vol. 36. — P. 3227-3237.
2. Corrado, D. Arrhythmogenic right ventricular cardiomyopathy: diagnosis, prognosis, and
treatment / D. Corrado, C. Basso, G. Thiene // Heart. — 2000. — Vol. 83(5). — P. 588-595

Kimaunueckas meguumna
VK 61:001(06) BBK 52543 @ 94



