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ApuTMoreHHas ancnnasuna npasoro xenygouka (AAMXK) oTHOCUTCA K HacneACTBEHHBIM 3aboneBaHMAM MUOKapaa, npu
KOTOPOM OTMeYatoTCA CTPYKTYpPHble 1 GYHKLUMOHasbHble HapyLIeHWA B MUOKapAe NpaBoro Xenynoyka, Bbi3biBaloLive Ha-
pyLleHna pUTMa 1 NPOBOAMMOCTU, B TOM Umncsie daTanbHble )enygoukosble aputmun. AAMNXK cumtaetca ogHol 13 Hambonee
YacTbIX MPUYMH BHE3AMHOW CEPAEYHON CMePTU Y MONOAbIX Ntodern 1 Ny, 3aHnmatowmxca cnoptom. OgHako B NpakTuke
BCTPEUAlTCA CNyyan AaHHOro 3aboneBaHua vy nuy Gonee cTapluei Bo3pacTHOWN Kateropuu. OuarHoctuka ALAMK no-
npeXHeMy Bbl3blBaeT TPYAHOCTU B CBA3M C BO3MOXKHbIM ANNTENbHbIM 6€CCMMNTOMHbBIM TeueHreM 3aboneBaHuaA. B ctatbe
onucaH KnuHnyeckunin ciyyam AQMXK y mykunHbl 48 ner.

KnioueBble cnoBa: apuTMOreHHas A1Ccnnasuns; apuTMny; BHe3anHaa cepaeyvHasn cmepTb.

Monyyero: 27.01.2021. MpuHamo k nedamu: 16.02.2021.

Anayumupoeanus: Conosbesa E.B.,, Monosa H.A., Bnacosa T.B., fopbyHoBa M.J1., AHubIrvHa JT.H. KnuHnyecknin cnyyain apytmMmoreHHoM
AVCniasumn npaBoro xenypouka. fOxHo-Poccutickuli XypHan mepanesmuyeckolt npakmuku. 2021;2(1):109-114. DOI: 10.21886/2712-8156-
2021-2-1-109-114.

Konmakmmuoe nuyo: ConosbeBa EneHa ButanbesHa, solovyeva_ev@mail.ru.

A CLINICAL CASE OF ARRHYTHMOGENIC RIGHT VENTRICULAR
DYSPLASIA

E.V. Solovyova', N.A. Popova', T.V. Vlasova', M.L. Gorbunova?, L.N. Antsygina®

«Privolzhsky Research Medical University», Nizhny Novgorod, Russia
2Clinic of modern technologies «Sadko» Nizhny Novgorod, Russia
3B.A. Korolev Specialized Cardiosurgical Clinical Hospital, Nizhny Novgorod, Russia

Arhythmogenic right ventricular dysplasia (ADP) refers to hereditary myocardial diseases, in which there are structural
and functional disorders in the right ventricular myocardium, causing rhythm and conduction disorders, including fatal
ventricular arrhythmias. ADP is considered one of the most common causes of sudden cardiac death in young people and
people who are engaged in sports. However, in practice, there are cases of this disease in people of an older age category.
Diagnosis of ADP is still difficult due to the possible long-term asymptomatic course of the disease. The article describes a
clinical case of ADP in a 48-year-old man.
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ApuTMOreHHasi [AMCIJIa3Wsl TNPABOTO KeJyJ04-
ka (AAIDK), wayn apuTMOreHHas: KapJHOMHONATHUS
IPaBOro >KeJylouKa, — [porpeccupymoliee Ha-
C/leICTBEHHOe 3aboJieBaHUEe CepAeYHOM MBbIIIIIbI.
XapakTepusyeTcsi 04aroBblM (GUOPO3HO-)KUPOBBIM

HO>HO-Poccuiickui xypHan TepaneBTUHECKOW NpaKkTUKK
South Russian Journal of Therapeutic Practice
2021;2(1):109-114

HepepoK/IeHHEM MHOKapJa MPaBOro KeJyo4yKa
B Ipe/ieJlaX TaK Ha3bIBAEMOIO TPEYTOJIbHHUKA JMC-
IUIa3UM, HAXOASIETOCs MEXJY BBIHOCAILIMM, IpH-
HOCSIIIMM MyTEM MPaBOTO JKEJIyZ04Ka U BEPXYLIKON
CepALa, KIMHUYECKH MPOSIBASETCS XKeJTy[0YKOBbIMU
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HapylleHUsIMU PUTMa, B TOM YHCJIe NMapOKCU3MaJlb-
HOU >xesyoukoBoi Taxukapauen (PKTX) [1, 2]. Oxa-
HAKO B HacTosllee BpeMs XUpoBasd UHPUIbBTpaLUs
muokapza [12K He sBJIsieTCs IATOTHOMOHUYHBIM MPU-
3HAKOM, IOCKOJIbKY OHA MOXXET BCTPe4yaTbCsl y IO-
YKUJIBIX JItoJlell 6e3 3a6oseBanus. Ha ¢poHe aTpoduun
MBbILIEYHOW TKaHU NPOJOJIKAETCS pa3pylleHue Kap-
JHUOMHUOLMTOB: HaJIMYMEe OCTATOYHBIX KJIETOK — Me-
Hee 60% (6oJibLION KpUTepuil), ¢ PUOPO3HBIM WU
»KUPOBBbIM 3aMellleHneM Wiu 6e3 Hero [3]. AAIDK oT-
HOCHUTCS K peIKO BCTPeYarolnMcs 60/1e3HM, OJHAKO
CONPOBOXK/IaeTCsl BBICOKUM PHUCKOM BHE3alHOU cep-
neyHol cmeptu (BCC). B nesioM psifie vccienoBaHUN
IOKa3aHa BbICOKAasl WHQUIMPOBAHHOCTb OGOJIbHBIX
KapAUOTPOIHbIMU BUPYCaMU, TAKUMU KaK SHTEPOBU-
pyc, napBoBupyc [3, 4].

BriepBble KJIMHUKY OMUCAT UTAJIbSHCKUNA Bpau-
aHatoM /hxoBaHHU-Mapusa Jlanuusu. AJIIDK 6bL1a
ONMCaHA KaK HacJleJCTBEHHOe 3aboJsieBaHue, HabJI10-
Jlaroleecss B YeThIpex MOKOJIEHUAX y BCEX YJIEHOB
ofHOW ceMbU. HecMoTps Ha TO, 4yTO 3ab6o/ieBaHUE
CYMTAeTCs HacJle[iICTBEHHBIM, TeHeTHUecKas IPUYMHa
pa3BUTHSA NMATOJIOTUM BCTPeEYaeTCsl MeHee YeM B I0-
JIOBUHE C/Iy4aeB [4].

Y 60% mnanuentoB ¢ AJIIIXK nmpuyuHOK 3a6oJie-
BaHUs SIBJSIIOTCS MyTalUM B TeHax, KOAUPYIOLIUX
JleCMOCOMHbIe GesiKd. B HacTosiiee BpeMsi U3BECTHO
6oJiee 100 reHOB U MyTallUMH, IPUHHUMAKOIIUX yYaCTHE
B pa3JIMYHbIX popMax 3a6osieBaHUH cep/la (rumnep-
Tpoduueckas, AUIaTallMOHHAsA U apUTMOTr'eHHas Kap-
JuoMuonarus) [4, 5]. B pesysnbraTe MHOrOYMCIEHHBIX
vccJleJ0BaHUH NOKa3aHo, 4yTo 6oJiee 10% HocuTeel
MyTalM¥ T€HOB /IeCMOCOMHBIX GEJIKOB MMEIOT BbICO-
KUH PHUCK Pa3BUTHS CJI0KHbBIX apuTMuil u BCC [6, 7].

Kinnanyecku AZIIIDK xapakTepusyeTcs esyJ04-
KOBOUW TaxuKap/ueH, 6J10Kaflol MpoBO/IsIel crcTe-
MBI CepAla, AuaaTaluell MpaBoro »eaygodka U cep-
JleYHON HeI0CTaTOYHOCTBIO.

B ne6ioTe 3ab0/ieBaHUEe AJUTEIbHO MOXKET Mpo-
TeKaTb 6€CCUMITOMHO, OAHAKO U B OTCYTCTBUE CIIeL]-
UPUYECKON CHMIITOMATHUKH BbICOK PUCK XKU3HEYTPO-
»KaeMbIX apUTMHU.

[Ipu nporpeccupoBanuu AZIINK Ha nepBbii 1/1aH
BBIXOAUT Psifi CAMIITOMOB: Ilepe6ou B paboTe cep/ua
(>50% cayvaeB), kapauaiaruu (46% ciay4aeB), cepa-
ne6uenus (60% ciy4yaeB), CHHKONa/IbHble COCTOSIHUS
(40% cayyaeB), BCC (26% cay4aeB) [8,9]. B kiuHuke
3a60J/1eBaHUs MOTYT IPUCYTCTBOBATh TaKWe MPU3Ha-
KU, KaK MOBBIIIEHHAs] yTOMJISIEMOCTD, FOJIOBOKPY Ke-
HUe, OZbILIKA, CHIPKEHHE TOJIEPAHTHOCTU K du3ude-
CKHM Harpyskaw, yKa3bIBalollye Ha IPUCYTCTBUE WU
POrpecCUpoBaHNe CepAevyHON HeJO0CTaTOYHOCTH
(CH).

PasButue A/IIIK umeeT HeckosibKO cTajui (s1a-
TEHTHYIO0, 3JIEKTPUYECKUX HapylleHUH, NpaBoXKesy-
JfoukoBol CH, 6uBeHTpUKY/IsipHOM CH).

Bo Bpems siateHTHOM cTaguu BCC MoxeT ObITh
IIEPBBIM U €/JUHCTBEHHbIM NPOsIBJIEHUEM, BOSHUKHO-
BeHHe KOTOpPOU MOXET MPOBOLUPOBATHCS aKTUBHOU
¢dusnyeckoi Harpy3Koi. [Ipu pa3BUTHHU CTAAUH IJIEK-
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TPUYECKUX HApYLIEHUH PETUCTPUPYIOTCS HApYLIeHUs
pUTMa cepAua u Mopdosioruyeckue u3MeHeHus mpa-
BOTO JKeJiyziouka. [Ipu mporpeccupoBaHuu mporiecca
pa3BuBaeTcs Audpdy3Hoe MopakeHre MUOKap/ia, KO-
TOpOe MOXeT NMPHUBOAUTDH K Pa3BUTHUI0 OUBEHTPUKY-
JIAPHOHU ceppeyHoU HegocratouHocTu (CH), ocnox-
HEHHOM pas/IMYHbIMU HapylIeHUsSIMU pUTMa cepAua
(Brurovass GpubpUIALMIO NpeAcepani). PuHaIbHAsA
CTa/iysl TPOLECCa, KaK MpaBuJo, MpeJcTaBjeHa KJu-
HUKOM JiMJIaTallMOHHOU KapauoMuonatuu [10].

B mosiogom Bospacte A/IITK siBasieTcss BTOpoy 1o
4yacToTe NMPUYMHONW BHE3alIHOW CMepTH MocJe Ulle-
MUYeCKOH 60sie3HU cep/ua [8].

YuuTbiBas 6eCCUMITOMHOE TeyeHHe 60JIe3HU WU
pa3BuTre BCC kak nepBoro nposiBjaeHUs], SMUJEMU-
0JIOTUYECKHE JIaHHble OCTAIOTCS CIIOPHBIMU. B cpen-
HeM, 3a60JIeBaHUe BCTPeYaeTcs ¢ 4YacToTor 6 Ha 10
ThIC. kuTesieid. [To apyrum fanneiM, AJIDK sBasieTca
OJIHOM U3 CaMbIX paclpoCTpaHeHHbIX KapAUOMHUOIIa-
THUH U BCTpevyaeTcs, Kak MUHUMYM, ¥ 200 nauueHToB
B ropojie ¢ HacesjeHneM 1 MJH yesioBek [8]. OTMeua-
eTCs, YTO 60JIe3Hb Yallle AUArHOCTUPYETCS Y My>KUMH
(okos10 80%) cpepHero Bo3pacta (#0 40 yiet) [5]. Cuu-
TaeTcs, YTO Y NaliueHToB, cTpajatoiux A/IIDK, Bctpe-
yaeTcd npuMepHo 17% cayyaeB BCC. IlpucranbHoe
BHUMaHUeE CTaJIH YAeJATh PaHHEeH AUarHOCTUKe 3260-
JIeBaHUS Y JIML, 3aHUMAIOIIUXCS CIOPTOM npodeccuo-
HaulbHO, nocsie uzydyeHus npudurH BBC y 16 mMoJiofpix
cnoptcMmeHoB E. Larsson v coaBT. B 1999 1. B pe3yiib-
TaTe NPOBEJEHHOI0 UCCJIel0BaHUS BbISICHUIOCH, UTO
AJIITXK 6bl1a 06HApyXeHa Y Ka/10ro 4-ro nauyeHTa.
OpHako BO3MOXKHO, YTO B JAHHOM CJlyyae 4acToTa
BCTpeyaeMOCTH 3abosieBaHUsl 0O6yc/oBjeHa 6oJsiee
TLATeJbHbIM 06C/Ie0BaHUEM JIUL] JAHHOM KaTero-
pun. Hayasno Taxukapuy MoKeT ObITb OTCPOYEHO Ha
MHorue rojbl, noka [IDK 3HauuTe/IbHO He yBeJHUYEH,
a pasMep apUTMOIeHHOro Cy6cTpaTa HeJOCTaTOYHO
BeJIMK, YTOObI BbI3BATh OCTOSIHHYIO »KeJIYA04YKOBYIO
TaXUAPUTMHUIO.

YuuTbiBasi BO3MOXKHOCTb AJIUTEJIBbHOTO JIATEHTHO-
ro tedeHusa AJIIDK, npouecc JUarHOCTUKA OCTaéTCA
c1oXHBIM. KpoMe cTaHZapTHBIX MeTOJOB 06cC/e0-
BaHHUA y MauyeHTOB ¢ nogo3penreM Ha A/IIIK B He-
KOTOPBIX CUTyalMsX [IOKa3aHO MPOBEJEHHEe MarHu-
Tope3oHaHCHOW ToMorpaduu (MPT), koHTpacTHOH
BEHTPUKY/I0rpaduu cepAlia v 3HI0MUOKapMaJlbHON
6uorncuu (IMB). [l/is1 O1leHKH CTPYKTYpbl MUOKApAa, a
TaKXe 3/1eKTPUUYeCcKUX U QyHKIHOHAIbHBIX U3MeHe-
Hui [DK npoBoauTcst 3D-aHaToMUYeCKOe KapTHPOBa-
Hue [10].

[IporHo3 3a60sieBaHUsI HANPSIMYIO 3aBUCUT OT CBO-
e€BpeMeHHOH MPOPHUJIAKTUKH BHE3ANTHON cep/leyHOr
CMepTH.

[IpeacraBsisieM cOGCTBEHHOE HAOJIIOIEHUE.

[MauueHT B, 48 sieT, cayaliui, NOCTynu/I B Kap-
JUOJIOTUYECKOoe OTAeseHne JIOpOKHOW 6OJIbHUILBI
Ha ctaHuuu Hxuuit HoBropoy, ¢ xano6aMu Ha npu-
CTYyIbl CcepAllebueHNs], KOTOpble CONPOBOXIANOTCS
pe3koil €1aboCTbi0, TOJIOBOKPY>KEHHWEM, YYBCTBOM
HexBaTKW Bo3zayxa. C 45 sieT oTMevaeT nepe6ou B
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paboTe cepAlLa, 3a MeAUIMHCKOM MOMOILbIO He 00-
palasics. YXyleHue B TeUeHUe TPEX MecsLeB, KOrzia
HOSIBUJIMCh BBILIEONHCAHHbIE TPUCTYIIbI CepArebre-
HUs. HakaHyHe rocnutaau3anuu BO BpeMsi ObICTPOH
X0/IbObI BO3HHUK IMOI00HBIN MPUCTYT, BIIepBble GbLIA
KpaTKOBpeMeHHas 10Tepsi CO3HAHMUS.

B aHaMHe3e pejikue OCTpble pecnUpaTOpHbIe 3a-
6os1eBaHus. Cayxkua B apMuu. Prsnyeckas aKTUB-
HOCTb — yMepeHHas, CIOPTOM He 3aHuMascs. He
KYPUT, aJIKOT0JIb yHOTpebisieT yMepeHHo. OTel, ymep
BHe3aIlHO B 47 JIeT, IpUYMHA HEU3BECTHa.

PesysibTaThl ocMoTpa. [IpaBU/IBHOTO Tes0C/I0XKe-
HUS$1, U30BITOYHOT'O MUTAHUS (MHAEKC MacChl Tesa —
29,6 xr/m?). KoxkHble TOKPOBBI YHCTBbIE, OGLIYHOM
oKpacku. [lpu aycKy/abTaluu JIETKUX JbIXaHUE Be-
3UKYJISPHOE, XpUIOB HeT. YacToTa JibixaHust — 16 B
MuHyTy. TOHBI cepAlla PUTMUYHBIE, MPHUIVIYIIEHBI,
4yacToTa Cep/leyHbIX COoKpalleHul 78 ya/MuH. ApTe-
puasibHOe AaBjenue — 115/85 MM pr.cT. [leyeHb He
yBeJInyeHa, nepudpepruyecKux OTEKOB HET.

[Io JaHHBIM NPOBE/IEHHBIX JJA60PATOPHBIX UCCIIE-
JIOBaHUH, KIMHUYECKHe U OMOXMMUYECKHe aHaIU3bl
6e3 natosioruu, NT-proBNP - 125 nr/mn (BepxHss
rpaHulia HOPMBI).

JlaHHble MHCTPYMEHTAJbHbIX METO/0B 06C/es0-
BaHus. IKI': puTM cuHycoBbll, perynsaphbii. YCC 76
ya/MuH. [opru3oHTasbHOe noJsioxkenre IOC. Hapyie-
HUe BHYTPIKEIYJO0YKOBOM mpoBoauMocTu. UHBep-
cusi syoua T B V1-V5. 3ncusion BostHa B V1-V3 (puc.1).
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PucyHok 1. d1eKTpoKkapauorpamma 601bHoro B.:
HapylleHHe BHYTPUKeJIyJ 04KOBO NPOBOAUMOCTH,
uHBepcua 3y6na T V1-V5, ancuioH-BosiHa V1-V3.

XontepoBckoe IJKI' MOHUTOpUpOBaHHWE: UC-
c/lefiloBaHMe NPOBOAUWJIOCH B TedeHHe 22 4acoB. 3a
CyTKM 3apUKCUPOBAH CUHYCOBbIA pUTM. CpefHss
YCC 77 ya/muH, YCC MunumanbHas (37 ya/MuH.) —
BO BpeMs cHa, YCC makcumasbHas (168 ya/mMuH) —
pH XoAbOe 10 JecTHHLE. JKeynouKoBas 3KTOMHUYe-
CKasi aKTUBHOCTb IpejicTaBiaeHa 3412 MoHOMOpdHOH
KesTyI09K0BOH aKcTpacucrosimed (K3C) ¢ mopdousto-
ruei 6s10Kkazbl JIeBOM HOXKM nydka ['mca (BJIHIIT),
MperMyIlleCTBEHHO B JHEBHOE BpeMsl. OIMHOYHbIX —
3308, no Tumy 6ureMuHun — 54, napubix — 37 XK3C.
3aperucTpUpoBaHbl JiBa 3M30/ja HEYCTOWYMBOH Ke-
JgypodkoBoi Taxukapauu (2KT) no 7 u 6 KOMILJIEKCOB
(puc. 2.). lays, usmenenuit ST-T, unTepBana QT He BbI-
SIBJIEHO.
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PucyHok 2. Xo/ITepoBCKOe MOHUTOPHpPOBaHHE
60/1bHOrO B.: mapokcusm HeycToiunBoii KT
cyacroroi 214 ya/MuH.

Pentrenorpadus opraHoB rpyJHOU KJIeTKU: BOC-
HaJIUTeJIbHbIX U 04aroBbIX U3MEeHEHUH He BbISIBJIEHO.
[lneBpasibHble CUHYChI CBOGOJHBI. JIErOUHBINA pUCY-
HOK HECKOJIbKO ycuJsieH. KopHU JiIerkUx He H3MeHEHHBI.
CepZilie pacrno/ioXkeHo HOpMaJbHO, pa3Mephl He yBe-
JsindeHbl. COCYAUCTBIN NMy4OK He U3MeHeH. AopTta 6e3
ocobeHHOCTel. BepxHsisi 1mos1asi BeHa He paclIdpeHa.
Jlnapparma 6e3 0cCO6eHHOCTEM.

[Io JlaHHBIM TpPaHCTOpPAKAJIbHOU 3XOKapJUorpa-
¢uu (9XO-KI, puc. 3), BbIsIBJIEHO paclIMpeHue IMo-
JlocTu paBoro xeaygouka (I12K) co cHmxeHneM ero
COKpaTUTEJIbHOM crloco6HOCTH (dpaKius BbIGpoca
[1XK coctaBuia 39%), yBesinueHue MOJIOCTH NPaBo-
ro npeacepaus o 6,1 x 4,6 cM U JieBOro npezcep-
aus o 5,6 x 5,0 cm. KZ0 ITK — 164 mur; KCO XK —
102 mu. Ilpu usyyeHuu JjeBoro xeaygouka (JIXK)
MaTOJIOTUHU BbIABJIEHO He 6bln0, ®B JIDK - 519%.
HwxHssa moJsiasg BeHa He paclivpeHa, JUaMeTp —
2,0 cM, kos1abupoBasia Ha Boxe 6osiee 50%. /JlaH-
HBIX 0 BpOXKZEHHOM MOPOKE Ccep/ilia He BbISIBJEHO.

Ol

LVEF MOD A4C
SV MOD A4C
2 LVLs A4C
LVESY MOD A4C 105 ml|

1 LYLd A4C 8.3 am
LVEDY MOD A4C 168 ml|

PucyHok 3. Ixokapauorpamma 60s1bHOro B. Paciupenue
npejacepAuil M NPaBoOro XKeJyJ04Ka.

IIpumeuanue: JIII — neBoe npexacepaue; I1I1 — npaBoe npena-
cepaue; JIXK — neBriit xxkenypodek; [IDK — npaBbiii xkenynoyek;
KCP — koHe4HoO-cucTosmvyeckuii pa3mep; K/[P — koHeuHo-zama-
crosnyeckui pasmep; KCO — KOHEYHO-CUCTOJIMYECKUH 00bEM;
K/I0 — koHeuHO-AMacToIMYecKUi 06beM; OB — dpakius BbI-
6poca.
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JuarHoctuyeckass KopoHaporpadus: JaHHbIX O
reMoJIMHaMU4eCKd 3HAYUMbIX CTEHO3aX KOpOHap-
HbIX apTepPUI He MOoJIy4YeHO.

JUI1 yTOYHEeHUs] COCTOSIHUSI TNPaBbIX OTAE/IO0B
cep/ilia ¥ UCKJII0YEHUS BPOXK/AEHHBIX TOPOKOB 6bl1a
NpoBeJieHa MarHUTHO-pe30HaHCHas ToMorpadus
(MPT) cepzua ¢ KOHTPACTHBIM YCHJIEHUEM Ta/l0/IH-
HUEM.

PucyHok 4. MarHUTHO-pe30HaHCHAasA TOMOrpaMma

60J1bHOrO B. /lucKMHe3 NepejHel CTeHKHU IPaBOro

JKeJIy,0YKa, MUKpPOaHeBPU3MBI lepeJHel CTeHKHU
NMPaBoro KeJayA04Ka, ¢pasa AUACTOJIBL.

MarHuTHo-pe3oHaHCcHass ToMorpadus C KOH-
TpacTHbIM ycuseHueM. Cep/ilie pacrnosioKeHO TH-
nu4Ho. [TI1 60x 45 MM (yBesiMueHO0), ieBoe npejcep-
Jaue 48 x 50 MM (yBesiMueHO). YBeJsIMueHUe IPaBoro
kesypouka: K10 — 166 M1, HopMain30BaHHbIH MO-
kazartesb K10 (KJ0/ nioma gy moBepxXHOCTH TeJsa
(IIT)) — 111 mu/m?, KCO K — 104 ma. ®pakijus
BbIOpoca [IXK — 39%. OTMevaeTcss TUIIOKUHES CTe-
Hok [12K ¢ MeJIKUMU y4yacTKaMU UCTOHYEHUS U AUC-
KHHe3a /10 3-4 MM (MUKpoaHeBpusMbl). XKupoBas
nHoubTpanusa Muokapza [1K. JIK: KJP DK — 45
MM, KCP JIXK — 34 mm, KZI0 JI2K — 155 mu1, KCO JIK
— 68 mu, ®B — 52%. Kstananbl He U3MeHeHbI. 3a-
KJIIOYEHME: JUIaTalUs 0J0CTEeH MPaBbIX OTAEI0B
cep/ilia, CHUXKEHUE COKPATUTEJbHON CIOCOGHOCTHU
[IK (PB — 39%); runokuHes c yyacTKaMU Hepas-
HOMepHOro uctoHyeHus creHok IK; xxupoBad uH-
dunbTpanusa muokapza [1K.

[Ipy BBINOJIHEHUU IPOTPAMMUPYEMOU CTUMYJISI-
LMY IPABOTO Key049Ka OblI MHAYIIMPOBAH NapOoK-
CU3M MOHOMODPOHOHN KeJYAOYKOBOM TaxUKapAuu
(?KT), mopdosioruss KoToporo ObLIa HJeHTHUYHA
«npob6exkam» KT, 3aperucTpupoBaHHbIM NPH X0JI-
TepoBCcKOM MoHUTOpupoBaHuu JKT. [lTapokcusm ca-
MOCTOSITEJIbHO KyIIUPOBaJICsl Uepe3s 4 cek.

Ha ocHOBaHMM KJMHUYECKOW KapTHHBI, pe-
3yJIbTAaTOB JIa0OPATOPHBIX U HHCTPYMEHTAaJlb-
HBIX METO/I0B HCCJIe/IOBAaHUS TOCTABJEH JUArHO3:
ApuTMoreHHasi AUCIJIA3Wsl TMPABOTO JKeJyJOoYKa.
CuHkomnasbHOe coctossHUe oT 13.04.2020 rn.
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[IpuBeiéHHOE HAGJ/IIOleHHE He SIBJISIeTCS CTPOro
TUnU4IHbIM 51 AJIIK, mockoJ/ibKy 6GOJIBIIMHCTBO
NalnyMeHTOB HAayWHAeT NpPeAbsBJSATb COOTBETCTBY-
IolMe Kajobbl (cepuebueHue, roJ0BOKPYKeHHUE,
06MOpOYHbIE COCTOSIHMS) Yalle B MEePUOJ, MEXAY
BTOPBIM U YETBEPTHIM JAECATUIETHEM XKU3HHU (3260-
JieBaHHe peako MaHupecTtupyet o 10 set). OgHa-
KO Hau6oJiee TUITMYHBIM ObLJIO MOSIBJIEHHE CUMIITO-
MOB Ha YeTBEPTOM [JIeCATUJIETHUH XXU3HU. B Haliem
cly4ae mepBble MPU3HAKU 3ab6osieBaHUs (OlLylle-
HUe nepeboeB B paboTe cep/ia) NpOSBUIHUCH TOJb-
Ko B 45 sieT. CHHKONAJIbHOE COCTOSIHHE BIEpBbIE
BO3HUKJIO BO BpeMsI HHTEHCUBHOM Ppu3nyecKoi Ha-
rpy3ku (6bICTpast Xoib6a B ropy). YeTKUX yKa3aHUH
Ha ceMelHbIA aHaMHe3 BCC B MoJiofoM Bo3pacTte
HeT. [Ipu o6caegoBanun 18-71eTHero cblHa Naly-
eHTta (JKI, BkJIOUYasi XOJITEPOBCKOE MOHUTOPHUPO-
BaHHMe, Ix0KI') maTosiornu BoisAiBJeHO He 6bLI0. OJ1-
HaKO U3BECTHO, 4yTo pe3yabraThl IKI' MOTyT OBITH
HOpMaJIbHbIMH B JlaTeHTHOU ¢aze AJIIIK u npo-
SIBJISIIOTCSL MPU MPOTPECcCHUPOBAaHUM 3a60JIeBaHUS,
a JKI-npusHaky, TunuuHble aas AJIIK, Bkiarovas
HaJIMuUe 3 CUIOH-BOJIHBI (MaJI0aMILJIUTYHbIE CUT-
HaJIbl MeX/ly KOHLIOM KoMIljiekca QRS v HayasioMm
3y6ua T) B orBefieHusix V1-V3 (Buaubl y 33%), Mo-
I'YT HOCUTb NpPeXoAsAIUN xapakTep. B HayaibHOU
(ckpbITOM) dasze CTPyKTypHble U3MEHEHUSI MOTYT
OTCYTCTBOBATb UJIU ObITh MUHUMAaJbHBIMH, OJHAKO
puck BCC y>ke noBblilieH. Bo3aMoxHO 60Jiee o3 jHee
NposiBJIEHUEe CTPYKTYPHBbIX M3MEHEHUU cepjlia, B
TOM YHCJIe IPHU MPUCOEeJUHEHUH BOCHAJUTENbHBIX
MexaHU3MOB (MHOKapAuTa). XOpOIIO H3BECTHO
«3/I0POBOE HOCHUTEJIbCTBO» TEHHBbIX MyTalUi 6e3
KJIMHU4YecKUx npusHakoB AJIIIK muau c MArKuMu ux
NpOSsIBJIEHUSIMH, MO3TOMY HeO6XO0AUMO TLIATEJb-
HOoe JJUHaMHU4yecKoe HabJioJleHue 3a ChbIHOM Halu-
eHTa B TeYeHHUE KU3HU.

Y 48-netHero nanueHTa Ha JKI oGHapyKeHbI
W3MEHEHUS B I'PYAHBIX OTBEJEHUSX B BUJE OTPHU-
1aTesbHbIX 3y610B T B V1-V5, B 6os1blliel cTeneHU
B MPaBbIX O0TBeAeHUAX V1-V3 npu oTCyTCTBUM Ka-
KUX-JIN00 YKa3aHWM Ha Ha/lMyMe B aHaMHe3e 3a60-
JleBaHUH cepla (B TOM YMc/ie KAKUX-TU60 TOPOKOB
cepAua) U 6POHX0-JIErOYHOM MaTOJIOTUH, T0A03pe-
HHMe Ha 3MCUJOoH-BoJHY B V1-V3. Ilpu xosnTepos-
ckoM MoHUTOpUpoBaHUU IKI o6palieHo BHUMaHUE
Ha 60JIbILIOE KOJIMYECTBO KeTyA09KOBBIX 3KCTPACH-
CTOJI, UCXOJALIMX U3 NpPaBOro »esypouka. TpaHc-
TopakasbHas IXoKI[' BbIsiBUJIa 3HAUHUTEJIbHOE YBe-
JINYeHHe MPaBbIX KaMep cep/lia NPH UHTAKTHOCTU
JIEBOTO KeJslyo4uKa. JJaHHbIX O MOPOKaX pa3sBUTUSA
cepAlla U COCYZ0B MOJy4eHO He 6b110. C MOMOILbI0
MPT cepaiia (mpu KOTOPOU MpaBbId KeayA04YeK Jyd-
1le BU3ya/IM3UpYyeTCs, YeM Ha 3XOoKapauorpapuu) c
KOHTPACTHBIM YCUJIEHHEM Ta/loJIMHUEM NOJTBEPK-
JIeHO 3HauyuTeJbHOe yBeJHU4YeHHe IpaBbIX KaMep
cepaua (K10 npaBoro xesyznodka — 166 mJ), yTou-
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HEHbl UX pa3Mephbl, BbISIBJEHO CHM)KeHHe QpaKLUU
BbIOpOCaA MmpaBoro xeayaouka (39%), uTo sABjsseTCs
OJHUM M3 OCHOBHBIX Npu3HakoB AZIIIK. Takue ns-
MeHeHHs, KaK TMIOKMHe3 C y4acTKaMU HepaBHO-
MEpPHOI'0 UCTOHYEHHST (MUKPOaHEBPU3MbI) CTEHOK
[DXK, »xupoBas nnounprpanusa Muokapza K Becs-
Ma crienuUYHbI AJ151 3TOro 3a60JieBaHUs, KaK U JIo-
KaJIbHBIM XapaKTep MopaxeHus, YTO HAGJII0aI0Ch
y Hallero naiyeHTa.

B HacTosAmeM ciy4yae OTCyTCTBYeT MOpakeHUe
JIEBOTO KeJsiyJlouKa. [Io JaHHBIM JUTepaTyphl, OU-
BEHTPUKYJIIDHOE NOpakeHUe oTMedaeTcda B 16%
CJIy4aeB Y IPOTHO3 ¥ 3TUX NallueHTOoB xy:xe [9]. [ns
nmocTaHoBKM JuarHo3a AJIIINK, 6e3ycsioBHO, Hau-
60Jiee BaXKHbIMU ObLJIM JJaHHbIE, MTOJyYeHHbIE MIPU
MPT ceppua.

[lns Gojiee TOYHOM [AHMArHOCTUKH 3aboJjieBa-
HUsA B 2010 r. paboyel rpynmnoi no 3aboseBaHUAM
MHOKapZAa U nepukapzga EBponelickoro o6uiectsa
KapH0JIOroB OBLIM CKOPPEKTUPOBAHbI JHArHO-
CTUYECKHE KPUTEPHH, KOTOPbIe BKJIOYAIOT B cebsi
6oJIbIlINE U MaJible KPUTEPUH U3 CIeAYIOLUX 6 pas-
JIMYHBIX KaTeropui:

e pervoHajbHasg AUCOYHKIUS U CTPYKTYPHbIE
M3MeHeHUs1 1o JaHHbIM IX0-KI, MPT u/unu
a"ruorpaduu IDK;

® XapaKTepUCTHUKa CTEHKU I10 JaHHbIM 3HJOMHU-
OKapJHaJbHOU GHOICUY;

e ceMeillHbi a”HamHe3 (BCC mo 35 jet ot
ALIDK);

e HapylleHus penoJigpusanuu no gaHHbiM JKT;

e HapylIeHUsl AenoJisspyu3alyu/IpoBOAUMOCTH
no AaHHbIM IKI' u/uau curHanam ycpesHeH-
Hoi JKI apuTMUM MO JAaHHBIM XOJITEPOBCKO-
ro moHutopupoBaHus IKT.

ToyHbIl AMarHo3 onpegesseTcd KakK IMNPUCYT-
cTBUE 2 GOJIBLIMX KpUTEpUEB, UK 1 GOJBILIOTO U
2 MaJIbIX KpUTEepUeB, UIH 4 MaJblX KpUTEPHUEB.

Huxe npuBesieHbl KpUTEPUH, KOTOPble NIPUCYT-
CTBYIOT Y Halllero namueHTa.

BoJsibmive KpuTepuu:

e pervoHa/JbHbIN JAUCKUHE3 NMPABOro XKeJayA0y-

Ka B COYETAaHUU CO CHU>KEHHOHU dpakiyeil Bbl-
6poca (PBITXK - 39%);

e WHBEPTHUPOBaHHbIN T-3y6el, B NMpaBbIX IPyA-
HbIX OTBeZleHusaxX V1-V3;

e 3ICUJIOH-BOJIHA B NPaBbIX IPYJHbIX OTBeje-
Huax V1-V3.

MaJsible KpUTEPUU — KeJYL04YKOBble apUTMHUH,
KTX ¢ mopdosiorueit 6sokanabl JIHIIT (ock cepaia
Heomnpe/esneHHas) u/uian 2K3C = 500/cyT.

Takum 06pasoM, y nanueHTa 3 60JIbIINUX KpUTe-
pus U 1 Masblif, YTO COOTBETCTBYET ONpeE/EeeHHO-
My auarnosy AJIIDK [11].

KupoBasg wuHUIbTpanUsa MHUOKapZa MOpaBo-
ro KeJyl0uKa, olpejesnseMas y nagueHra, 6osee
He cuuTaeTcd TUNW4YHBIM npusHakoM A/JIIDK. Bo-
Jlee cneqUPUYHbI HAPYLUIEHUS] KUHETUKHU MPABOro
Kesypouyka. [Ipy aHJOMUOKapAMaIbHOU GUONCUU
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BO3MOXKHO BbISIBJIEHHE pPa3pyIIAIOIIUXCSI KapAHo-
MUOLMTOB C pUOPO3HBIM U ) KUPOBBIM 3aMeLIEHUEM,
aTpoduy MbILIEYHON TKAaHU, HO OTCYTCTBUE 3THUX
M3MEHEHUH He OTPULAeT BO3MOXXHOCTb HaM4us
AJZIIDK, Tak Kak Mpouecc HOCUT 04YaroBblM Xapak-
Tep. JHJOMUOKapAraibHas OUOICUS He SBJISETCS
PYTHHHBIM METOAOM 00C/Ie[J0BaHUsI U3-3a YaCTHY-
HOr0 MOBpPEX/JEeHHUS MHUOKapJa, YTO NPUBOJAUT K
HU3KOH AUAarHOCTUYECKOU [eHHOCTH.

[Mockonbky AZIDK 4dacTo siBisieTcd NPUYUHOMU
BCC, eé npenynpexeHre Yype3BbIYallHO aKTya/IbHO
y 9Tux nauueHToB. K npegukropam BCC oTHOCATCA
creaywouye:

- UHyLMpOBaHHas BO BpeMsl 3J1eKTPOoPHU3U0JI0-
ruyeckoro uccaegoBanus XKTX;

- HeycroiuuBasg KTX, 3aduxchpoBaHHasg BO
BpeMsl HEeMHBa3MBHOU OLleHKU/MOHUTOPUHT3;

- 3HaYMUTeJbHAsA JUJaTalUsl UK OOLIMPHOE BO-
Baevyenue [10K;

- peAlIecTBYIOLIasl OCTaHOBKA cepAla B aHaM-
Hese;

- HeOO'bSICHUMbIE 0OMOPOKH;

- BOBJIEUEHUE JIEBOTO XKeJIYJ04Ka;

- MY>KCKOH T0JI;

- paHHee HayvaJio 3a6oJsieBaHus (paHee 5 J1eT).

B HawmeMm ciy4yae NpUCYTCTBYIOT TaKue IIpe-
auktopel BCC, kak HHAyLHUpOBaHHAasi BO BpeMs
3JIeKTPO(PU3HUOJIOTUYECKOTO HCCIEL0BaHUSA KeJly-
JlOYKOBasi TaxWKapJAWs; HeyCcTOMYUBas KeJyhou-
KOBasl TaxukapAus, 3adpUKCUpPOBaHHasi BO BpeMs
MoHUTOpuHra IJKI; HeoOBsCHHMblE O06GMOPOKH,
MYKCKOM 1noJ1. be3yc/0BHO, BHe3anHas NoTepst Co-
3HaHUSA Y 60JIBHOTO HOCHJIA apUTMOIreHHbIM Xapak-
Tep U 6bLIa 00yc/IOBJIeHA NAPOKCU3MOM IeMOJMHa-
MUYECKd 3HAYUMOM KeJy[LOUYKOBOU TaXWKapAUH,
YTO, COIJIACHO COBPEMEHHBIM pEeKOMeHJalUsM IO
BCC, siBsisieTcsl MOKa3aHWEM K MMIUIAHTALMU Kap-
JAuoBepTepa-gebubpusisaitopa [12], 4yTo U 6bLIO
npousBe/ieHo. VMHBasuBHOe 3/1eKTPOU3NOJIOTH-
YecKoe MCCJIeIOBaHUE MOXET paccMaTpUBaThCS C
1esiblo cTpatudukanuu pucka BCC [12]. IddexkTun-
HOCTb WHTEPBEHLMOHHOIO JIEYeHHUs KeJYL04YKO-
BbIX Taxukapguil y nauueHToB ¢ AJIIINK — Hu3kas
M3-32 04aroBOro U MPOrpecCUpyIollero Xxapakrepa
HNOpPaXKEHHUS], YTO He yuydllaeT nporHos. C 1Lesbio
BTOPUYHON mnpoduiakTuku BCC 6osibHOMY ObLI
MMILJIAaHTUPOBAaH aBTOMAaTUYECKUH KapJHoBepTep-
fedubpusisatop Medtronic GEM III VR 7231 Cx. 3a 6
MecsileB HabJII0leHUs1 He 0TMEeYasloch ero cpabathbl-
BaHUS. /Il yMeHbllIeHHUs] CHMIITOMOB, 00YC/I0BJIEH-
HbIX apUTMHEH, U UX 4aCTOThl Obl1 Ha3HAYeH GeTa-
ajipeHo6JsioKaTop MeTomnpoJioa-cykuuHat 100 mr/
cyT. [Ipu noBTOpHOM IK[-MOHUTOPHUPOBAHUU OTMeE-
4ajiocb HeKoTopoe cHkeHue KIC ¢ 3412 no 2792,
HO CyO'beKTUBHAs MEePEHOCUMOCTb UX YJAy4lIU/Iach.
«[Tpo6exku» XKTX He peructprupoBaiuce. [lagueHTy
pPEeKOMEeH/IOBaHO H30eraTb aKTHUBHBIX QU3UUYECKUX
Harpy3oK 1 BO3/JiepKaThCsl OT y4acTHs B COPEBHOBA-
TeJIbHBIX BU/IAX CIIOPTA, TOCKOJIbKY 3TO MOXKET CIIPO-
BOLMpPOBATh (paTabHbIE KeyJOUKOBbIE ApUTMHUH.
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3ak/IloueHue

[IpesicTaB/ieHHBbIN ciy4all leMOHCTPUPYET BO3-
MOXKHOCTb JOCTAaTOYHO MNo3JAHero je6rora AJITNK.
i yaydiieHus por1o3a 3a60/eBaHust HE06X0AU-
Ma CBOeBpeMeHHasl [UAarHOCTHKa C KOMIJIEKCHBIM
MCIO0JIb30BaHUEM COBpPEMEHHBIX METO/I0B U aJleK-
BaTHOe JieyeHUe, HallpaBJeHHOe, Ipex/ie BCero, Ha
npodUJaKTHUKY BHE3AMTHOU CMEPTH.
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