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B cTatbe npenctaBneH cnyyan nocMepTHOM AMArHOCTMKM peako BCTpeyarowerocs B cyaebHo-MeaMUMHCKOM npakTuke 3abo-
NeBaHWs — apWUTMOreHHOW AMCNNAa3uMu MpaBoro Xenyno4yka M npoaHanu3nMpoBaHbl MOpdonornyeckue NposiBNeHUs 3Toro 3a-
6oneBaHna. ApUTMOreHHas gucnnasmsa npasoro xenynodka (ALMK) oTHOCUTCS K NepBMYHOM KapAMOMMOMNATUKU. ITa NATONOMMS
MMeeT HEeSACHYIO 3TUONIOTUI0 U HePeaKO SBNSeTCS ceMeliHoM GopMoii 3a6oneBaHns B BUAE M30IMPOBAHHOIO HapyLIeHMs NpaBoro
xenypouka (MXK), xapakTepusyroLwerocs XMpoBon nHdubTpaumen n Gubpo3oM MMOKapAa NPaBOro Xenyaoyka UM COnpoBO-
XAawweroca HapyweHuaMn cepoedyHoro pMTMa XXenyno4ykos pa3nqu017| CTeENEeHU TAXKECTHU, BKOYAA XKeNyao4KoBble apUTMUN.
PacnpocTpaHenHocTs ALK M3yyeHa HeQOCTAaTOYHO M3-3a TOrO, YTO Hayano 3aboneBaHus 4acTo nNpoTekaeT HeCCMMNTOMHO.
B 80 % cnyyaes 3abonesaHue BbisBNAOT B Bo3pacTe Ao 40 net, yawe y MyxumH. Cumntaetcs, yto ALK cnyxuTt npuymHomn
BHE3aMHOW CepaeyHon cmepTn y 26 % petert M NOLPOCTKOB. BHe3anHas cepaevHas cMepTb MOXeT ObiTb NepBbiIM U efuH-
CTBeHHbIM npossneHnem ALK, ocobeHHO cpenn MONOAEXM W CNOpTCMeHOoB. [0 AaHHbIM amepukaHCKux asTopos, ALK
[MArHoCTUpYIOT NOCMEPTHO NMPUMEPHO B 5 % C/llyyaeB BHE3aMHOW CepheyHoW cMepTu y nogen monoxe 65 net u B 3-4 %
C/ly4aeB CMepPTH Yy MONOABIX CNOPTCMEHOB BO BpeMs cOpeBHOBaHWIA. CyluecTByeT HECKOIbKO Teopuit natoreHe3a 3abonesaHus.
CornacHo nepsort AMMK — 3T0 BpoXAeHHas aHoManus pa3sutua mmokapaa MK, HasbiBaemas aucnnasuei. Havano taxukap-
MM MOXeT OblTb OTCPOYEHO Ha MHOrMe roapl, noka MK 3HaunTenbHO He yBeNMYeH, @ pasMep apuTMOreHHoro cybcTparta He-
[LOCTaTO4YHO BeNMK, 4TOObl BbI3BaTb MOCTOSHHYIO XENyA04YKOBYIO TaxMapuTMuI0. BTopas Teopus CBA3bIBAeT Hayano AMCnnasum
DK ¢ meTabonmuecknumm HapyweHuamm ¢ yyactmem MK u dopmMmMpoBaHMeM NporpeccupyroLiein 3aMeHbl MUOLMTOB (anonTos).
OcTtpoBkM HUOPO3HOIM TKaHW, BbisiBNeHHble npu ALK, 06pa3yoT apMTMOreHHbIi cybCcTpaT, CO34aoLLMIA YCI0BUS ANS pa3BUTUS
3/10KQ4YeCTBEHHOM Xenyao4KOBOW TaxMapuTMuu.

KntoueBbie cnosa: APUTMOreHHaa Kapﬂ,MOMMOI'IaTIAFI/,EI,MCI'IﬂaBMFI npaBoro Xenyno4ka, MOpd)OﬂOFMLIECKlAe U3MEHeHUAa; Anc-
nnasus CoeaMHUTENbHOM TKaHK; cepaeyHaqa HegoCTaTOYHOCTb; BHE3aNHaa cepaevyHaa CMepThb.

HISTOLOGICAL EXAMINATION AS ONE OF THE MAIN METHODS THAT ALLOW
TO SUBSTANTIATE CONCLUSIONS OF FORENSIC MEDICAL EXAMINATION
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We present the case of postmortem diagnosis of rare in forensic medical practice disease — of arrhythmogenic dysplasia
and the analysis of morphological and microscopi manifestations of the disease. Arrhythmogenic right ventricular dys-
plasia (ARVD) belongs to primary cardiomyopathy. This pathology of unclear etiology is usually an isolated impairment
of the right ventricle (RV), often running in the family, characterized by fatty or fibrofatty infiltration of ventricular
myocardium accompanied by heart rhythm disorders (HRD) of the ventricles of various severity, including ventricular
fibrillation. Prevalence of ARVD has been studied not enough due to the fact that the onset of the disease is often
asymptomatic. In 80% of cases it is revealed under the age of 40, more frequently in males. Some authors consider
ARVD to be the cause of sudden cardiac death (SCD) in 26% of children and adolescents. SCD may be the first and
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the only manifestation of ARVD, particularly in young people and sportsmen. According to the data by the American
authors, ARVD is diagnosed posthumously approximately in 5% of SCD cases in people younger than 65 years of age
and in 3-4% cases of death in young sportsmen during competitions. Opinions as to pathogenesis of the disease
come to two theories: ARVD is a congenital anomaly of development of RV myocardium called dysplasia. The onset
of tachycardia may be postponed for many years until RV is considerably enlarged and the size of arrhythmogenic
substrate is big enough to cause persistent ventricular tachyarrhythmia (VT). The second theory connects the onset of
RV dysplasia with metabolic disturbances involving RV and causing progressing myocyte replacement (apoptosis). Islets
of fibrofatty tissue revealed in ARVD form arrhythmogenic substrate carrying conditions for development of reentry

underlying malignant VT.

Keywords: right ventricular arrhythmogenic cardiomyopathy/dysplasia; morphological changes; connective tissue dysplasia;

heart failure; sudden cardiac death.

B cyneOHO-MenuIMHCKON TpaKkTHKE HaONIOMaroTCs
Cllydad CMEpPTH JIUI[ MOJIOJIOTO BO3pacTa OT PEAKUX
TeHEeTHYECKUX 3a00JeBaHUM, IUAarHOCTUKA KOTOPBIX
BBI3BIBAET 3aTPYIHEHUS.

VYkazanHele 3a005eBaHUS M CHHIPOMBI HEIOCTa-
TOYHO OCBEWIEHBI B CyAeOHO-MEAMIIMHCKOW JINTEpa-
Type, U TIO3TOMY NPAKTHKYIOIEMY DKCIIEpTy ObIBaeT
TPYIHO OIPENEIUTECA C KOHKPETHOH HO30JIOTHEN.
B OGombmmHCTBE ciydyaeB AMAarHO3 CTaBST Ha OCHOBA-
HUU MEIUIIMHCKHUX JOKYMEHTOB (MEIWITMHCKAs KapTa
amMOy/1aTOpHOro OOJIBHOTO, MCTOPHSI Pa3BUTUS pPeOCH-
Ka), OJHAKO M KIMHHULHUCTHI TOXXE HE BCETna JUarHo-
CcTUpYIOT 3Ty maronoruro [2, 4]. K takum 3abornesa-
HUSM OTHOCHUTCS apUTMOTEHHAs TUCIUIA3Ws TPaBOTO
xemymouka (AJITDK).

ApuUTMOreHHasi JUCIUIa3Hus TPaBOTo JKETy/louKa,
WM apUTMOTEHHAs IPABOXKEIYJOYKOBAsl KapAHOMHUO-
MaThs, 9TO 3a00JIeBaHME MBIIIIBI CepAla, Xa-
pakTepusyromieecs IMPOTPECCHPYIONIAM  3aMeIIeHN-
€M MHOKapja CTEHKHM IPaBOTO JKEIyJ04YKa >KUPOBOM
u $uOpOo3HON TKaHBIO B MpeAesax TaK Ha3bIBAEMOIO
TPEYroJbHUKA AUCILIA3UU, HAXOJSIIETrOCs MEXKIY Bbl-
HOCSIIAM, TPUHOCSIIAM IyTEM MPaBOTO JKEIYJ0YKa
U BEPXYLIKOM CepAlla, a B JAJbHEHUILIEM U JIEBBIM Xe-
JTYI0YKOM.

ApuUTMOTEHHAas AUCIIIA3US MPABOIO >KEIYI0uKa —
3a0o0NeBaHne, PEIKO BCTpedarolieecs Kak Yy B3pOC-
JbIX, TaK W y JeTeH, or 1:2000 mo 1 :5000.
Jo 30 % ciyqaeB apuTMOTCHHOW NHCIDIA3UU TIPABO-
ro JKelylouka COCTaBJIsIeT ceMeiiHoe 3aloJieBaHue
C ayTOCOMHO-JOMHHAHTHBIM THIIOM HAaclelI0BaHMs
[5, 7]. B uenom psine ucciaenoBaHU IMOKa3aHa Bbl-
cokasi MH(UIIUPOBAHHOCTh OOJNBHBIX TAaKUMHU KapiHo-
TPOITHBIMHU BUpPYCaMH, KaK 3HTEPOBUPYC, MApPBOBUPYC
B19, anenoBupyc [3].

Knunnueckn AJIIDK xapakrepusyercst >keiaymou-
KOBOW TaxwKapaueild, OJOKamoil MPOBOIAIICH cHCTe-
MBI CepAla, AWaTalnyell MpaBoro JKeIyJodKka M cep-
JIEYHON HEeAOCTaTouyHOCThI0 [1]. Makpockommuecku
cepaue OONBLIOE, C PE3KO PACIIUPEHHBIM IMPaBbIM
JKEITyI0YKOM, MHOKap]] KOTOPOTO HMMEET KEITOBaThII
nin OenmecoBaTelid 1BeT. bonbInas 4acTh MHOIIMTOB

B COCTOSTHMU arpo(uy WM 3aMelleHa XHUPOBOH U COo-
€IMHUTENbHON TKaHbl0. KapAMoMHUOLNTH €MHUYHBIE,
PacCTOJIOKEHBI B BHJIE MEITKUAX TPyI cpean (GudOpo3Ho-
KUPOBOW TKaHH. TpabeKyibl pacToNoKeHbl XaOTUYIHO,
cofiepKaT B OCHOBHOM JKHPOBYIO M COEIMHUTEIHHYIO
TKaHb, MBIIICYHBIX KIETOK B HHMX HE MHOro. Heko-
TOpBIE YYAaCTKH MHOKapJa MOJHOCTHIO 3aMeIICHBI
KUPOBOU M (PUOPO3HON TKaHBIO, YTO BEJET B IOCIe-
IyromeM K o0pa3oBaHHMIO aHEeBpH3M. B mMuokapae de-
penyIoTCsl 30HBI TIOBPEXJICHUS M penapaluu: ocTpas
rudenb KJIETOK BCIICACTBUE CAPKOJIU3UCA U BOCIAJIH-
TeNbHAasT MHQUIBTPALUS WIH IOJOCTPOE MOBPEKIEC-
HHE C aKTUBHBIM (UOpPO30M, HAJTUIHEM JTUM(OITUTOB
1 Makpodaros.

Juarnoctuxka AJIIDK nocratodyHo ciiokHa U Oa3u-
pyeTcs Ha COBOKYIHOCTH CTPYKTYpPHBIX, THCTOJIOTH-
YECKHUX, AEKTPOKAPIUOTPpAQUIECKUX U TEHETHUECKUX
n3menennii. B 2010 r. MexayHapoHOU TpyIIoN uc-
cieoBareneit [9] OblIM pazpabOTaHbl KPUTEPUU JHA-
THOCTUKH, HO, HECMOTpPSI Ha 3TO, IO JAaHHBIM HEKO-
TOPBIX aBTOPOB, BHE3AIllHAsl CEpACYHAs CMEPTh NpHU
AJIDK moxeT cTaTh NEpBbIM U €IMHCTBEHHBIM MPO-
sBieHneM »T1oro 3abonesanus. D. Corrado et al. caunra-
FOT apUTMOT€HHYIO JHCILIA3UI0 IIPUYUHON BHE3AIIHOU
cepaeuHoil cmeptu y 26 % gereil U MOAPOCTKOB [0
20 JyetT, yMepuImx OT CepAeYHO-COCYIUCTBIX 3abole-
BaHUH [6]. YdeHbIe MpOaHAIN3UPOBAIN TaHHBIC ayTO-
rcuu 16 BHE3AIMHO YMEPIIUX MOJIOJBIX CIIOPTCMEHOB,
AJIIDK Opima AuarHOCTHUpPOBaHA y KaXKIOTO YETBEp-
TOrO W3 HHX [8].

[IpuBoguM HabOnrOneHWEe W3 COOCTBEHHOM IIpak-
THUKH, KOTOpOE, TI0 HaIlleMy MHEHHWIO, MPEACTaBISET
WHTEpeC Kak Ui CyleOHO-METUIIMHCKUX AKCIIEPTOB,
TaK M JAJs1 KJIMHULHCTOB.

[lompoctok, 15 net, yuenuk 9 knacca, Ha ypoke
(bMBKYIBTYpBI TIOTEPST CO3HAHUE, TIOCHHEIN, TepecTall
neimate. Co CIIOB OMHOKIIACCHUKOB W TIpernojaBare-
7S, TETH 3aKOHYWJIM BBITIOJIHATH Pa3MHUHKY U €lle He
MPUCTYNHIN K OCHOBHBIM ynpakHeHusM. [lo mpuesna
Bpaueil BBITOIHSUIA 3aKPBITBI Maccax CepAla, Bpadu
MIPOBEJH TMOJHBIA KOMIUIEKC peaHUMAaIMOHHBIX Mepo-
HpUSATUH, KOTOPBIE HE MMEJIN ycIieXa.
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W3 amOymnatopHOW KapThl M3BECTHO, 4TO PEOCHOK
POAMIICS OT BTOPOH OepeMEeHHOCTH, KOTOpas MpOoTeKa-
na "Ha (one OPBU B 4-6 Henenb, poc M pa3BUBAICS
HOpManpHO. B 13 ;eT GonpHOW BHepBBIE 0OpaTHIICA
32 MEIUIMHCKOM MOMOIIBIO C KajobaMu Ha ceple-
OueHue, TOJIOBHYIO 0OJIb, TIOBBIIICHUE apTepUATBHOTO
nmasienus 1o 160/90 mm pr. cr. Jlnaraos: «AcreHoHe-
BPOTHYECKHUHA CHHIPOM. ApTepranbHasi TUIICPTCH3U 7
PexomennoBanbl oOcnenoBaHue, KOHCYJAbTALUS SHIO-
kpunosnora. Ha OKI' oOHapyxeHbI crenyronme u3me-
HEHUSI: YMEPEHHasi TaXUapUTMUS; TIPaBOIPEICEPIHBIH
pUTM; cTOsi — sKkTonmdeckuit putM 100 B MUHYTY; 1IpU
(usndeckoll Harpy3ke cuHycoBblii put™M 110 B MUHY-
Ty; BepTHUKaJIbHAs JIEKTpUUYECKas MO3ULUS CepAla; He-
nosiHas Onokaja npaBoid HOKKHM myuka ['mca. Ha OKI,
BBITIOJIHEHHOW TIOcie (U3NYECKON HArpy3KH, BBISBIIC-
HBI OJIMHOYHBIC W TPYIIIOBBIE HA/KETyIOYKOBBIE JKC-
TPACHUCTOJIbI; OIMHOYHBIC U TPYIIIOBBIC KETYTOUKOBBIC
9KCTPACUCTONBI; TOJYBEPTUKAIbHAS 3JICKTpUYCCKAs
MO3UIIMSI Cep/Ila; HENOoJHash OJoKaga MpaBOWd HOXKH
nydka l'uca; BO3MOMHBI CUHAPOM paHHEH pemnois-
puzaruu. Ha ocHOBaHWM pe3yabTaToB OOCIIEAOBAHUS
pebeHOoK ObLT B3AT HA JAMCIAHCEPHBIM y4YeT C Jua-
THO30M: «DCCEHIMANIbHAS apTepuajbHasi TUIICPTCH3US
1-i1 crenmeHm». bpumu maHbl clieqyrolue PeKOMEHa-
muy: dHanm (2,5 Mr X 2 pasza/neHs); KapauoTpodude-
ckas jaumera (M3I0OM, Kypara, HeXKHpHBIE cOpTa Msca,
MOJIOUHBIE TIPOAYKTHI); (pu3uyecKkas Harpyszka — J0-
MyIIEH K 3aHATUAM (QU3NYESCKON KYIBTYpO# ¢ OrpaHu-
YSHHSIMH;, MEIUITUHCKAs TPYTINa s 3aHATHH (pru3mye-
CKOM KyJBTYpOMi: TTOATOTOBHUTENbHAS 0€3 aKpoOaTHKH,
06e3 kpoccoB M cnaun HopMaruBoB; ODKI'-KOHTpOIb;
CMA/I-koutpoinb; 9XO KI' — B maaHOBOM MOPSIIKE;
MTOBTOPHO KOHCYJBTAI[MM HEBPOJIOTa, dHIOKPUHOJIOTA.
W3 anamHe3a M3BECTHO, YTO Talla MaJIBYUKa CKOHYAJICS
CKOPOTIOCTIDKHO B Bo3pacTe 39 jeT oT 3a0oieBaHUA
OpPraHOB CEepACYHO-COCYAMCTON CHCTEMBI.

[Ipu cyneOHO-MEIUIMHCKOM HCCIICIOBAHUU YCTa-
HOBiIEeHO: anuHa Tena 203 cm, macca 110 kr, Tpyn-
HBIE TISITHA TEMHO-(HOJETOBOTO IBETa, OOWIBHBIE.
Ceparne amactuyHoe, pasmepom 13,5 X 11,5 X 7,0 cwm,
Maccor 416 1, IO X0y COCYZOB YMEPEHHO OOJIOXKEHO
JKUPOM, JIEBBIN Kesyfouek cokpaieH. ITon HapyxHOI
000JI0YKOH — paccestHHbIE KPYIMTHOTOYEYHBIE KPACHbIE
KPOBOUM3JIHMSHUA. B mMomocTax cepama coaep uTcs TeM-
HO-KpacHast ’HJKas KpoBb. [los0cTH mpaBbIX OTAEIOB
cepaua pacmupensl. [Ipuy ocmoTpe nedexToB Mexay
OTJeNlaMU Cep/lla He BBISBICHO, MaruCTpPalbHBIE CO-
CyIbl WMEIOT OOBIYHOE pACIIOIOKEHHE, TPOCBET WX
cBoOoHbIA. Cocypl cepana ¢ Ipo3pavHbIMU, TIIaKU-
MU, TACTUYHBIMH CTEHKaMU, IEPUMETpP MPaBO apre-
pun — 0,9 cm, neBoit orubaromeit aprepun — 0,8 cm,
nepenHed  MexokenyaoukoBod aprepun — 0,7 cm.
Muokapa Ha pa3pese 3JIaCTUYHBIN, MEeCTPbId ¢ uepe-

JIOBaHUEM OJIeTHO-KOPUYHEBBIX U KPACHO-KOPHYHEBBIX
YY9acTKOB C Pa3NWYUMBIMHU JKENTOBATHIMH YYaCTKaMHU
B MIPaBOM U JIEBOM >KEITYIOYKAX, BOJOKHHUCTBIA PHUCY-
HOK TMpPOCIJIEKUBACTCA. TONIIMHA MHOKapJa B JICBOM
skenynouke — 1,2 cm, B mpaBomM — 0,4 cm. Knamansl
cepara OOBIYHON KOH(UTYpalnud, CTBOPKH 3JIaCTHY-
HBIE, TIOABWXKHBIC. [lepuMeTp TpexcTBOPUATOTO KIla-
nmana — 14,0 cm, muTpanpHOro Kiamana — 12,0 cm.
Xopnbel TOHKHE, JMacTUYHbIC. BHyTpeHHssi 000yi0uka
cepama mpo3padHasi, rinaakas, omecrsmas. [lpu pas-
JIETEHOM B3BEIIMBAHUH CEpJIla Macca JIEBOTO TIpe-
cepausi coctapisier 17 1, mpaBoro mpeacepaust — 20 T,
MEXKIIPEICEPAHON MEePEropoaKu — 7 T, TPaBOroO >Ke-
nynouka — 130 1, neBoro xemynouka — 185 1, Mex-
JKEITyI04YKOBOM meperoponku — 55 1. CepaeyHblid UH-
nekc coctamisieT 3,78 r/kr (416/110).

B pesynwrare mpoBeneHHOTO THCTOIOTHIECKOTO HIC-
CJEIOBAHUSI YCTAHOBJICHO, YTO MHUOKAapJ B TMPOCKIIHU
JICBOTO KETYJI0YKa U MEXOKEIYIIOYKOBOH MEePErOpOIKU
MIPEZCTaBIIEH KaK THIEPTPOPUPOBAHHBIME KapIHOMHUO-
[UTAaMH, TaK W MHOIUTAMH B COCTOSHHUH aTrpoduu
C ydacTKaMu (DparMEHTAIlMM MBIIICYHBIX BOJIOKOH
U JUCKOMIUICKCAIIUY KapJIUOMHUOILIUTOB HA MPOTSKCHUU
oomee 15 9% momaan mpenapara. B cBoro odepenp,
CIIeZ[yeT OTMETHTh, YTO MHOKApJ IPABOTO JKEMyIOo4YKa
Y [TPABOTO MPEACEPIHs PECTABICH aTpOhUPOBAHHBIMU
KapIUOMHOIMTAMH (CPEeIHUI JTUaMeTp KapAHOMUOILIU-
ToB — 11,3 £2,7 MKM), cpeii KOTOpPBIX HaOIIFONAI0Ch
BBIpAKEHHOE pa3pacTaHWe XKUPOBOH TKaHW C 3aMellie-
HHUEM €10 MBIIIEYHBIX BOJIOKOH Ha 50 %, a B OTIENBHBIX
moJsix 3peHust — Ha 90 % ¢ 0CTaTovHOH IIIOIIAIbI0
kapauoMuotoB mectamu 10 10 %. B muokapne ort-
MEUaJIMCh O4YaroBas (parMeHTaIusl KapIUOMHOINTOB
¥ JUCKOMIUIEKCAIUS MBIIIIEYHBIX BOJOKOH. Bu3yamu-
3UpPOBAJICS YMEPEHHBIA, MECTaMU BBIPAXKEHHBIM OTEK
CTPOMBI C OUYArOBBIMU CBEKHUMH KPOBOM3IUSHUSMU,
MIPEJCTABICHHBIMUA CKOIUICHUSIMH YETKO KOHTYpPHUPO-
BaHHBIX 3pUTPOIUTOB. Halmromanocs HepaBHOMEpHOE
TIOJTHOKPOBHUE apTepHid, BEH M KaIWLIIPOB CO CIado-
BBIPQXCHHBIM CIIa3MOM OTICIBHBIX WHTPaMypaIbHBIX
aprepuii. Ilpu »TOM HEpBHBIC TaHIVIMM, HEPBHEIC BO-
JIOKHa U apTepUH, pacHojiararonmecs B SMUKapIHalb-
HOW JKUpPOBOW KJIeTdaTke, ObUTH 0e3 IaTOJIOTHICCKUX
“3MeHeHU. MUKCOMaro3 CTBOPOK TPUKYCHUAAIBLHOTO
KJIaTlaHa C JIM3UCOM CyOIHTOTETHAILHOM AIaCTHIECKOM
MeMOpaHBbI, a TaKKe ¢ (parMeHTaIUeH 1 JIM3UCOM 3Jia-
CTHYECKUX M KOJUIATEHOBHIX BOJIOKOH 0€3 TPH3HAKOB
BaCKYJISIpU3aIliN U BOCTIAJIMTENbHBIX W3MEHEHUH.

Jlanbie MOP(OJOrHYECKOr0 HCCIICIOBAHUS ayTO-
IICUITHOrO MaTrepuajia IMO3BOJWUJIM MPUUTH K BBIBOLY
0 TOM, YTO CMEpTh PEeOCHKAa HACTYIWJIA BCIIEICTBHEC
UMEIOMIETOCS Y HETO CepJIedHO-COCYTUCTOTO 3ab0IeBa-
HUS — BEHEIMAHCKOTO THIIA apUTMOTCHHOM IHCIIIa-
3UW/KapAHMOMHUOIIATHHU MIPABOTO JKENTylIouKa (coueTanne
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ApUTMOTEHHOM JMCIUIa3MM IPABOTO JKEIyJo4Ka C He-
JIOCTaTOYHOCTHIO ~aTPHOBEHTPHUKYISAPHOTO  KJIalaHa,
00yCITOBJIICHHOHN COCTMHUTEIPHOTKAHHON JHCIIIa3neii).

IIpyKku3HEHHAs TUAarHOCTUKAa apUTMOICHHOW JIHC-
TUTa3UK/KapAMOMHUOTIATHH TIPABOTO JKEIYJOYKa BO3-
MOXKHa TIPH WCIIOJIb30BaHUKM KaK WHBa3HBHBIX, TaK
¥ HEWHBA3WBHBIX METONIOB HccienoBaHus. K HenHBa-
3WBHBIM METOJIaM OTHOCSTCS 3JEKTpoKapAuorpadus,
OKI' BBICOKOTO pa3pemieHusi, XOJITEepPOBCKOE MOHHUTO-
pHupoBaHue, SXoKapAnorpadusi ¥ MarHUTHO-PE30HAHC-
Hasi ToMorpadus, K H”HBa3UBHBIM — PaHON30TOITHAS
aurrorpadus TPaBOrO IKEIyIO0YKa, OHWOIICHS DSHIO-
MHOKap/a, 3JIeKTpO(U3NOIOrUIecKOe HCCIeJOBAHHE.
B mpencrapnennom ciydae y pebenka Ha DK™ Obutn
0OHapyXeHbl U3MEHEHHUS, HO HU OAMH W3 BBISBICHHBIX
OKI'-cuMNTOMOB HE SIBJISUICS] MTATOTHOMOHUYHBIM JUa-
rHocTHUeckuM kputepuem AJIIDK, u mostomy mams-
Helmee o0cneoBaHUe HE TPOBOIUIOCH.

Takum 00pa3om, OMMCAHHBIA ciay4dald JEeMOHCTPH-
pYeT, 4To, HECMOTpPsI Ha pa3padOTaHHBIC TUATHOCTH-
YecKue KPUTEPUH, Yy Bpaueil CyIIeCTBYIOT OIpefe-
JICHHBIE TPYIHOCTH CBOEBPEMEHHOH (MPHKU3HEHHON)
JIMAaTHOCTHKHU JAaHHOTO BHJA KapAHOMMONIATHH, a MPHU
MPOBEJCHUH CyAeOHO-MEANIMHCKON SKCIIEPTH3bI BEIy-
Y0 POJIb B IOCTAHOBKE AMArHO3a UMEIOT PE3YIIbTaThI
THECTOJIOTHIECKOTO HCCIIETOBAHMS.

JIUTEPATYPA

1. bokepusa J1.A., bokepusa O.J1., TemmnpbynaTtoBa A.LL.
ApUTMOreHHas Aucnnasus/KapLMoMMonaTust NpaBoro
xenypnouka // AHHanel aputmonorun. - 2010. - T. 7. -
N2 3. - C. 47-56. [Bokeriya LA, Bokeriya OL, Temir-
bulatova AS. Arrhythmogenic dysplasia/cardiomyopa-
thy of the right ventricle. Annals of arrhythmology.
2010;7(3):47-56. (In Russ.)]

2. 3anuuk AL, Yypwnos JLIM. OcCHOBbI NaTOXMMMUMK.
YyebHMK ona CTYAEeHTOB MeauuMHCKMX By3oB. — CI16.,
2001. [Zaychik ASh, Churilov LP. Osnovy patokhimii.
Uchebnik dlya studentov meditsinskikh VUZov. Saint
Petersburg; 2001. (In Russ.)]

¢ lHpopmauns 06 aBTopax

3. MwutpodaHrosa J1.b., bewyk O.B., Haymosa E.O. JnarHo-
CTVKa apUTMOrEHHOM AMCNAAa31MK NPABOro XeyaouKa No
[LAHHbIM 3HAOMMWOKapAManbHOM BUONCMK U poNb BUPY-
COB B naTtoreHese 3abonesaHus // ApX1B NaTonoruu. —
2011. - T. 73. - N2 5. - C. 27-30. [Mitrofanova LB,
Beshchuk OV, Naumova EY. The diagnostics of arrhyth-
mogenic right ventricular dysplasia by an endomiocar-
dial biopsy and the role of viruses in the pathogenesis
of disease. Arkh Patol. 2011;73(5):27-30. (In Russ.)]

4. Uwnnzepnunr A.B., UuHzepnunr B.A., Apuans B.M., u ap.
CoBpeMeHHble MHbeKuuW. MaTonormyeckas aHaToMms
n Bonpocbl natoreHesa. Pykosoacrso. — C[16., 1993.
[Tsinzerling AV, Tsinzerling V, Ariel’ BM, et al. Sovre-
mennye infektsii. patologicheskaya anatomiya i voprosy
patogeneza. Guide. Saint Petersburg; 1993. (In Russ.)]

5. Antoniades L, Tsatsopoulou A, Anastasakis A, et al.
Arrhythmogenic right ventricular cardiomyopathy
caused by deletions in plakophilin-2 and plakoglobin
(Naxos disease) in families from Greece and Cyprus:
genotype-phenotype relations, diagnostic features
and prognosis. Eur Heart J. 2006;27(18):2208-2216.
doi: 10.1093/eurheartj/ehl184.

6. Corrado D, Leoni L, Buja G, et al. Does implantable
cardioverter-defibrillator therapy modify the natural
history of arrhythmogenic right ventricular cardio-
myopathy. /talian Heart J. 2004;5(Suppl.)1:72-75.

7. Heuser A, Plovie ER, Ellinor PT, et al. Mutant des-
mocollin-2 causes arrhythmogenic right ventricular
cardiomyopathy. Am J Hum Genet. 2006;79(6):1081-8.
doi: 10.1086/509044.

8. Larsson E, Wesslen L, Lindquist O, et al. Sudden un-
expected cardiac deaths among young Swedish ori-
enteers--morphological changes in hearts and other
organs. APMIS. 1999;107(3):325-336. doi: 10.1111/
j.1699-0463.1999.tb01561.x.

9. Marcus Fl, McKenna WIJ, Sherrill D, et al. Diagnosis
of arrhythmogenic right ventricular cardiomyopathy/
dysplasia: proposed modification of the Task Force Cri-
teria. Eur Heart J. 2010;31(7):806-814. doi: 10.1093/
eurheartj/ehq025.

¢ Information about the authors

3nama BsyecnasosHa []lagbido8a — KaHA. Mef. HayK, LOLEHT,
Kadenpa naTtonorMyeckom aHaTOMMKU C KypcoMm cynebHon
MeauumHbl. @IEOY BO «CMN6IMIMY» M3 PO, CaHkT-MeTepbypr.
E-mail: zlata.davydova@rambler.ru.

Onvea BumansesHa Cokos08a — KaHA,. Mef. HAyK, LOLEHT, Kade-

apa naToN0rMYeckom aHaToOMmUM C KypCoM Cy,EI,E6H0l71 MeaULUNHbI.

@reQy BO «CMN6rmMy» M3 PO, Cankr-lNetepbypr. E-mail: last_
hope@inbox.ru.

Pycnan A6dynnaesuy Haceipos — A-p Mef. HayK, npodeccop,
3aBeayowmi Kadenopon Natonornyeckon aHaToOMMU C KypcoMm
cynebHoi MeamumHbl. GIBOY BO «CM6IMIMY» M3 PO, CaHkT-
Metepbypr. E-mail: ran53@mail.ru.

Zlata V. Davydova — MD, PhD, Associate Professor. Depart-
ment of Pathological Anatomy at the Rate of Forensic Medi-
cine. St. Petersburg State Pediatric Medical University, Saint
Petersburg, Russia. E-mail: zlata.davydova@rambler.ru.

Olga V. Sokolova — MD, PhD, Associate Professor. Depart-
ment of Pathological Anatomy at the Rate of Forensic Medi-
cine. St. Petersburg State Pediatric Medical University, Saint
Petersburg, Russia. E-mail: last_hope@inbox.ru.

Ruslan A. Nasyrov — PhD, Dr Med Sci, Professor, Head. De-

partment of Pathological Anatomy at the Rate of Forensic
Medicine. St. Petersburg State Pediatric Medical University,
Saint Petersburg, Russia. E-mail: ran53@mail.ru.

@ Tlegmarp. 2018.T. 9. Bein. 2 / Pediatrician (St. Petersburg). 2018;9(2)

ISSN 2079-7850



