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APUTMOI'EHHA A KAPIMOMUOITATHA ITPABOI'O XEJIVIIOYKA 11 BUPYCHA
NHOEKIMA: BOSMOXHBIE COUETAHUA 1 POJIb B I'EHE3E JXKEJIYIOYKOBbBIX

TAXUAPUTMUN
DrI'Y «®@I] cepoua, kposu u 3n0oKkpunonozuu um. B.A. Anmazoea», Canxkm-Ilemepoype

C yenvio 8bisigneHUs MOPDONOSULECKUX MAPKEPOB KAK 6POICOEHHOU, MAK U NPUOOPEmMEHHOU NAMONI02UL Y NAYUCHINO8
€ apuUMMO2eHHOU KapOUOMUONAMUEL NPABO20 JICETYOOUKA UZVHEH MAMEPUAT IHOOMUOKAPOUATbHBIX Ouoncutl 57 nayuenmos
€ Jlceny0ouKo8siMu HapyuieHusmu pumma (37 scenwgun u 20 mysicuun, cpeonuti eospacm 48+12 nem) u aymoncuiinolii
mamepuan 2 60nvHbIX (dceHwuna 43 nem u mydicuuna 69 nem), ymepuiux 6He3anHo om QUOPUILISYUU JHCETYOOUKOB.

KiroueBrble cioBa:

APUTMOICHHAasi KapAUOMHUHOMNATHUA MPaBOro KEJIyJI0YKa, MHUOKAPAUT, KEJIYA0YKOBLIC

HapymieHusi puTmMa, SHIAOMHOKapaAuaJIbHas 6I/IOHCI/1H, HMMYHOTHCTOXUMHUYIECKOE€ HCC/ICI0BAHHE, IHTECPOBUPYC,

aJeHOBUPYC, NAPBOBUPYC.

To reveal morphological markers of both hereditary and acquired alterations in patients with the arrhythmogenic
right ventricle dysplasia, endocardial biopsy samples of 57 patients with ventricular arrhythmias (37 women, 20 men, age
48+12 years) and autopsy samples of 2 subjects (a 43 year old female and a 69 year old male) suddenly deceased due to

ventricular fibrillation were assessed.

Key words: arrhythmogenic right ventricle dysplasia, myocarditis, ventricular arrhythmias, endomyocardial
biopsy, immunohistochemical study, enterovirus, adenovirus, parvovirus.

ApPHUTMOIeHHYI0 KapJUOMHOMNATUIO [PaBOro XKe-
aynouka (AKIDK) oTHOCAT K NMEpBHYHBIM, T€HETHYECKH
00yCIIOBJIEHHBIM KapAHOMHONATHSIM C ayTOCOMHO-IOMH-
HaHTHBIM U pelieCCUBHBIM THIOM HaciiefoBanus. AKITK
- Oosie3Hb qucyHKIMH gAecMocoM. MyTtaiuu uIeHTUH-
LIUPOBAaHbI B I'€HAX, KOJUPYIOLUINX OCIKU MEKKICTOUHBIX
COEJIMHEHUI: 1eCMOIIaK1HE, 1eCMOIIIEHHE, J1€CMOKOIIIH-
He, TUIaKoQUILTHHE-2, TUIAKOITIOONHE, a TaKKe B TeHE pH-
AQHOJIMHOBBIX PELENTOpoB KapauomuonuToB RyR2 u rene
TpaHcdopmupytomero ¢akropa pocra TGF-f, koropsrii
UTpaeT BaxkHYI0 poiib B Bocnanenuu [9, 11, 19]. Hecmorps
Ha OOJBIIOW HpOrpecc B W3YYEHHH MOJEKYJISPHO-IeHe-
THYECKUX acIeKkToB 3aboneBanus, matorene3 AKIDK oc-
Taercs Heus3BecTHBIM [7]. He y Bcex manueHToB ynaercs
YCTaHOBUTB HACJIECTBEHHBIN XapakTep natosoruu. bonee
yeM y 75% 13 HUX BBISABIISIIOT OCTPBIM MM XPOHUYECKUI
MHOKapJIUT C BOBJICUEHUEM JIEBOTO Kenyaouka [6, 13].

Knununuecku 3a00s1eBaHNe XapaKTepU3yeTCsl pa3iny-
HBIMHU JKEJIyJOYKOBBIMHM HapyIICHUAMH PUTMA U IUIOXUM
MIPOrHO30M, T'MCTONIOTMYECKH - JIUTIOMATO30M HJIU COYeTa-
HUEM ero ¢ (pudpo3om Ha (oHe JereHepaTuBHBIX HU3MEHE-
HUW ¥ anonrto3a kapauoMuouuToB [14]. Cuurtaercs, 4ToO
JIMIIOMATO3 HAYMHAETCS B CPEIHUX CIIOSAX MHOKapja, pac-
MPOCTpaHAACh K amukapay. Ilo Mepe mporpeccupoBaHUs
3a00JIeBaHUs CTEHKA TIPABOT0O JKEJy/I04Ka CTAaHOBHUTCS 00-
Jee TOHKOH, (hopMupyeTcs aneBpusMa. Jlunomaros u Gpuo-
PO3 MOXKET HAOJIIONATHCS M B JIEBOM JKEIY/IOYKE, OJIHAKO,
HE3aBHCUMOE BOBJICUCHHUE €T0 OBIBACT KpaliHe penko [4].

HecmoTpst Ha mpucTaibHBIM MHTEpEC KapIuoIOroB
k AKIDK BcrnencTsue BbICOKOTO pHCKa BHE3AITHON cMep-
TH OOJBHBIX, KaK NPH JKU3HU, TaK U NPU ayTOIICUIHOM
HCCJIEIOBAHUN JIaHHAsl MaTOJOTMs 4YacTO IPOIYCKaeTCs.
OcratoTcsi HEM3BECTHBIMU MIPUYMHBI ITpOrpeccun 3aboie-
BaHMs. [10ATOMy Lienbl0 HAlllero MCCIIeOBaHUS SIBUIIOCH
oOHapykeHus: MOP(OJOrHYEeCKUX MapKepOB KaK BPOXK-
JICHHOM, TaK ¥ NPHOOPETEHHOW NAaTOJIOTHH y MAIlMEHTOB C
ApPUTMOTEHHON KapJHOMHOIaTHEeH MPaBOro *kelynodka, B
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TOM YHCJIC MMPUCYTCTBUA KapAUOTPOITHBIX BUPYCOB B Kap-
JAUOMHUOLUTAX U COCydaxX MHUOKapaa.

MATEPUAJI U METO/IbI
HCCIIEJOBAHUA

Marepuanaom HUCCIEIOBAHUS MOCITYKIIN YHIOMUO-
KapauaibHble OMONCHM 57 MAalMeHTOB C KEIyTOYKOBBI-
MU HapymeHusMu putMa (37 skeHmuH u 20 MyX4HH,
cpenHuii Bo3pact 48+12 ner), ayTONCHHHBIN MaTepuai 2
OONBHBIX (CKeHIIKHA 43 JeT 1 MyX4rHa 69 J1eT), yMepIInx
BHE3aITHO OT (GUOPHUIIIALNH KETYIOIKOB, MAaTEPHAIIBI HC-
Topuit 6ome3neit. I3 57 6ompubix 13 crpamamun AKIDK,
18 - aKTUBHBIM WM XPOHHYECKUM MHOKAPIUTOM, 8
- MHOKapAWTHYECKUM KapIHOCKIEpO30M, 6 - THIEPTPO-
¢ugecKkoit KapAMOMHUOIIATHEH, 2 - TePBUYHBIM aMHJIOH-
mo3oM; y 2 Oputa mumoma cepana, y 1 - ¢udpo3Ho-meI-
IIeYHas TUCTUIa3Us HHTPAaMUOKapINalbHBIX apTepuil, y 6
- runeptpodus u 6exKoBas AUCTPOPHS KAPAHOMHIOIIUTOB
C MHOIIUTOJU3UCOM. AYTOIICHIHHOE FICCIIeIOBaHUE B 000-
UX CJIydasX BBISBHJIO HAaJIWYWE apUTMOTCHHOM IucIia-
31 TPABOTO XKeTya0uKka. Bo Bcex cirydasix mpoBOAMUIOCH
THCTOJIOTHYECKOE MCCIIE0BAaHNE MapaMHOBBIX CPE30B
MHOKap/ia paBoro JKeIyJ04Ka W3 30HBI BEPXYIIKH Cep-
JILa, MEKIKEITYI0UKOBOM MEPErOPOAKHU, B 2 ayTONCUUHBIX
HAOIONEHUAX JOTONHUTEIBHO H3YJall cpe3bl OOKOBOH,
nepenHeii, 3aqHell CTEHOK 000MX JKeNTyIO4YKOB, 3aHEH
CTEHKH IIPABOTO TIPEJCEPANs, CHHYCHOTO M aTPHOBEHT-
PHUKYIISIPHOTO y311a, my4ka ['uca.

Vcronp30Bannch OKpacky reMaTOKCHIIMHOM C 303H-
HOM, 110 BaH ['u30Hy, TpuxpomoM MaccoHa, a3ypoM-3031-
HOM, KOHT'O KpPaCHBIM C MOCJIEAYIOIIEH MOJIAPU3aLuOHHON
MHUKpOCKomiel u mopdomerpueir. VIMMyHOTHCTOXUMH-
YecKoe HCCIeoBaHne TMapadUHOBBIX CPE30B MHOKapaa
MIPABOTO JKEIYA0YKa M MEXOKEIYIOYKOBOHW II€PEropoiKu
npoBoamiock y 7 6ompHBIX ¢ AKIDK, 7 - ¢ Muokapaurom
n 8 - ¢ MHOKapAUTHYECKUM KapAHOCKIEepo3oM (2 Tpyn-
IIBl CpaBHEHHs). B rpymnmy MHOKapIuTOB BOLIET Ciydai
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coueranus aktuBHoro muokapaura ¢ AKIDK. Mcnons3o-
Bayuch peakTuBbl GupMbl DAKO: anturena k VP1 snre-
posupycos, HSV-1 (x Bupycy npocroro repreca 1 tumna),
nutomeranosupycy, LMP Bupyca Dncraitna-bapp, CD3,
CD4, CDS8, CD20, CD68-anTureHam, a Takxe (GUPMBI
Chemicon: x aneHoBupycy, napsoBupycy B19, Bupycy
reprieca 6 Tuna u ¢pupmsl Novocastra K BUpyCy renarura
C. Bo Bcex nmpenaparax MOACUYUTHIBAJICS MPOLIEHT KJIETOK
C 9KCIpeccueil aHTUTeHOB. B kak0if IMMYHOTHUCTOXUMHU-
YEeCKOH peakluy MPOBOIUIOCH HETaTUBHOE U MTO3UTHBHOE
KOHTPOJIBHOE UCCIIEI0BaHUE.

HOJYUYEHHBIE PE3YJIBTATBI

I'mcronornueckoe HMcciaegoBaHUE OWMONTATOB MHO-
kapna 6omsHBIX AKITK BRIIBHIIO TMTIOMATO3, COCTABIISIO-
i B cpenaeM 30+15% ux muromanam; IUmoMaTos3 B coue-
TaHUH C 0YarOBBIM TIEPUMYCKYISIPHBIM Gropo3zom y 10 m3
13 mammenToB. [luctpodudeckue m3MEHEHUS U aTpodus
KapAMOMHUOLIUTOB OIpPENESUINCh BO Bcex 13 ciyuwasix, a
B COYETaHUH C HOpMOTpO(hHeH 1 HepaBHOMEPHOH THUIIEp-
Tpodueii - y 7 genoBek. UMMYHOTHCTOXMMHYECKOE UCCITe-
noBanue (Tadi. 1) Bo Bcex HabmoneHmsx AKIDK, tak xe,
Kak U B IPYIIIax CPABHEHMS C MUOKAPAUTOM U MHOKap/IH-
THYECKUM KapANOCKIEPO30M, OOHAPYKMIIO SKCIPECCHIO
VP1 - aHTureHa sHTEPOBHPYCOB B LUTOILUIA3ME KapaH-
OMHOIIMTOB, IJIQJIKOMBIIICYHBIX KJIETOK M JHIOTEIHOIH-
TOB coCynoB (puc. | - cM. Ha IIBETHOH BKJICHKe). AHTUTCH
aJZIeHOBUpYca ObLI BBISBICH B SApax KapAWOMHOIMTOB U
eIMHNYHBIX JuMponnTax ¢ Makpodaramu B 2 u3 7 ciy-
4aeB, aHTUTeH napBoBupyca B19 - B 4 ciywasx (puc. 2, 3
- CM. Ha IIBETHOU BKIICHKE).

OKcIpeccuy aHTHUTCHOB BHUPYCOB IIPOCTOTO Tep-
meca | Twuma, repreca 6 Tuma, B OMomTarax OONBHEBIX C
AKIDX He 00HapyX WK, TOTAA KaK B TPYIIIaX CPAaBHEHIS
aHTHUTEHBI BUPYCOB repreca | u 6 THIIA ONpEeNeNsIich B
auMQonnTax U Makpodarax, Bupyca repreca | tumna - B
eIMHUYHBIX KapJUOMUONNTax M Gubpobmacrax, a B Of-
HOM ciydae couetanns AKIDK ¢ akTUBHBIM MHOKapIu-
TOM y HOCHUTENs BUpyca renatuta C 3TOT BUPYC BMECTE ¢
SHTEPOBHPYCAMH BBISIBIII B KapIHOMHOIUTAX U MaKpo-
(barax mpu OTCYTCTBHM KIMHHWKH T€MaTuTa. DKCIIpeccus
AaHTHUTEHOB IuTOMeranoBupyca u LMP Bupyca Dncraii-
Ha-bapp He oOHapykeHa kak y O0ompHBIX AKIDK, Tak u
B TpyImnax cpaBHeHHs. [locueT NMMYHOTHCTOXHMHYEC-
KU (pEHOTHIHUPOBAHHBIX JIUM(OITUTOB (BO BCEX CIydasx
npucytcTBoBan CD8-monoKXuTeIbHbIE TUTOTOKCHIHBIE
T-mamporuter 1 CD4-monoxurensable T-xenmeps!) u
MakpodaroB Ha 1 MM? MOKa3aj, 4TO B KakKIOM HaOJro-
nennn rpynmsl AKTDK 6suto no 14 numdonunTtos u 10 5
KIIeTOK ¢ 3kcrpeccueit CD68 Ha 1 MM?, 9TO MCKITIOYaeT
MuokapauT. Takum obpa3om, Bce 6ompabIe ¢ AKTDK, Tak-
e KaK ¥ MallMeHTHl ¢ MHOKapAUTOM M MHOKapIUTHUEC-
KHMM KapIHO0CKIEPO30M, ObITH HHOUIIMPOBAHBI BUPYCaAMH.
[pusomgum 2 cirygas AKIDK, BriepBrie BBISBICHHOH MPH
ayTOTICHI{HOM HMCCIIEZIOBAaHHH.

Myoxcuuna 69 nem nocmynun 8 CmayuoHap ¢ OUaeHo-
30M: eunepmornudeckas bonesus Il cmaouu, uwemuyecxkas
oonesus cepoya (UBC), cmenokapous nanpscenus 111
QyHKkyuonanbHo20 Kiacca, NOCMUHEGAPKMHBIN Kapouo-
cKaepos (ungpapxkm muokapoa 7 nem Hazao), bezdonesas
uweMusi MUOKapoa, NoaHas O10Kada 1eol HOMCKU NYYKd
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Tuca, yacmas cenyoouKosas IKCMpacucmonus, cepoey-
Hast Hedocmamounocmo 1A, Il ynkyuonanvrozo knacca.
Bonvuotl ymep enesanno 6o cne. Ixoxapouozpaguueckoe
uccnedosanue U MASHUMHO-PE3OHAHCHASL MOMO2paghus
cepoya ne npogoounucsy. Ilayuenm socnumoleancs 6 oem-
CKOM OoMe, C8eOeHUTl O POOCIMBEHHUKAX He UMEI.

Ha seckpwimuu 6ce nonocmu cepoya oviau pacuiu-
peHbl, nycmole, nepedneboK08asi CMEHKA NPago2o Jicey-
douka evlOyxana, oviia ucmonyena 0o 1-2 mm (be3 yuema
mpabekyn). CmeHKa 1€6020 Jceny0ouKa umeia moiuuHy
1,4 cm, macca cepoya 480 2. Ha paspese muokapo npaso-
20 JHcenyoouKa Ovll pO306aAMO-KOPUHHEBDLIL C JHCENTMbIMU
NAMHAMU, MUOKAPO J1eB020 JHCeNyOOUKAd - OOHOPOOHbI,
po30samo-kopuuHeswiil, be3 pyoyos. Koponapuvie apme-
puu umMenu wupoxruil npocgem u naoxyo unmumy. Ilpu
2UCMONO2UYECKOM UCCTIE008AHUU 8 NPABOM IHCETYOOUKe
ovL1u  0OHApydCcenvl ampous, 6enkosas oucmpo@us
KapoOuoMuoyumos, OOUHOYHbIE JUMPOUOHbIE UHDUIIb-
mpamol yucieHHocmuio 00 10 kiemox, ouazoswiii huopos
u aunomamos oonee 30% niowaou cmenku (puc. 4 - cm.
Ha yeemHou @KJelike). B cmenke npasoco npedcepous
BBIAGIANUCL 2UNEPMPOPUSL KAPOUOMUOYUMOS, TUNOMA-
mo3 6onee 40% nnowaou, Gubpos u OucKomMniIeKcayus
MbIULEUHBIX BOTIOKOH XAOMUYHO20 MUNA 8HE 30H TUNOMA-
mo3a u ¢ubdposa.

Buipaoicennwiti nunomamos onpedensiicsa maxoice 6
30HAX CUHYCHO20 U AMPUOBEHMPUKVIAPHO2O Y3108, d 8
couemanuu ¢ QuUOPO3OM - 8 MeANCHCETYOOUKOBOU nepezo-
PpoOke, sokpye nyuka I uca, e2o HodiceK, Mecmamu 3ameyast
ux MoluteuHvle 60J10kHa. Jlunomamosa u pubposa cmenox
J1e8020 dicenyoouxa He oOwvL1o. Bo écex omodenax cepoya
ommeyanacy PpacmMeHmayusi MblUedHbIX BONOKOH, CYO-
cezMeHmapHble MHOLOPSIOHbIE KOHMPAKIMYPbL U MUOYUTNO-
JU3UC NPU NOTAPUBAYUOHHOU MUKpOocKonuu. B xkauecmee
0CHOBHO20 3abonesanus OvL1 nocmasnen ouaznoz AKIDK,
8 Kauecmee HenocpeoCmeenHol npudutsl cmepmu - uo-
punnsyus dicernyoouxos. OcobeHHOCmbl0 Cryuas AGUNOCH
obHapydcenue OUCKOMNIEKCAYyUul MblUEYHbIX BONOKOH 6
CmeHKe npasoeo npeocepousi, Iunomamosa u Quoposa
MeACHCETYOOUKOBOU NePecopOOKU U CNEYUANUSUPOBAHHBIX
o0bpazosanuli nposodsietl cucmemsl cepoya. Ilpusnarkos
HFBC ne ovin0 svisnsneno!

Kenwuna 43 nem nocmynuna 6 cmayuonap no sKkc-
MPEHHBIM NOKA3AHUAM € OUASHO30M OCMPAst 1€60CMOPOH-
Hss nieeponnesmonusl. Ilayuenmra scanosanace na 6onu
3a epyounotl 6 meuerue 1,5 mecsyes. bvin nocmasgnen oua-
enoz UBC, cmenoxapouu nanpsiocenus 1 pynkyuonansho-
20 knacca. Cmepmu 601bHOU HACMYNUA HOYBIO, GHE3ANHO.
Dxokapouoepaduueckoe ucciedosanue u MAzHUMHO-Pe30-
HaucHas momozpagust cepoya He nposoounucs. M3 paseo-
80pA C POOCMBEHHUKAMU CINAIO U38ECINHO, YMO BCE JICEH-
WUHDBL 8 POOY YMUPAIOM 6HE3ANHO 8 MOLOOOM UNU CPEOHeM
sospacme.

Ha ecxkpvimuu nonocmu cepoya 6viiu pe3ko pacuiu-
penvi, nycmoie. Ommeuanacsy anespuzma nepeoneboKosoll
CMENKU U BePXYUWIKU NPABO2O JHCETYOOUKA C UCOHYEHUEM
cmenxu 00 1 mm. B ocmanvhvix omoenax monwuna npago-
20 ogicenyoouxa oviia 2-3 mm. Ilpu smom mpabexynisphwiii
PUCYHOK ¢ MOTWUHOU mpadeky 00 5-6 Mm Oblll pe3Ko 6bl-
pasicen, ¢ obpazoeanuem 2iyOOKUX MexdCmpadeKyispHbix
«cunycosy. Tomyuna cmenku j1e6oeo icenyoouxa oOvlia
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1,2 cm, mpabekynsapHblil pUCYHOK 0ObLYHbLI, Mpabexyiibl
He ymonujensl, macca cepoya 436 . Ha paspese muoxapo
npasoeo JHcenyoouKa OvlLl Po306amo-KOPUHHESHII C JiCeil-
MBIMU NAMHAMU, MUOKAPO 116020 JHCENYOOUKA - KOPUUHE-
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8bl1l, C HEPABGHOMEPHBIM NOTHOKPOSUeM. B koponapuwvix ap-
mepusix ommeyaincs amepockiepos Il cmaduu, 5 cmenenu
co cmenozom 60% npoceema negotl oeubaiouell apmepuu

3a cuem mpomo03a HeCmabunbLHOU ONAUKU.

Tabnuua 1.

Konuuecmeo knemok ¢ IHOOMUOKAPOUATbHBIX OUONCUAX, UHPUUUPOBAHHBIX paziudHbimu eupycamu npu ALK,
Muoxkapoume u MuoKapoOumuueckom KapouocKkiepose

KonnyecTBo KIIETOK € 3KCIIpPECCHE aHTUTE€HOB:
3abome- No p
mapBoBUpyca | repreca [IPOCTOTO rep-
BaHHE | ciydast
y SHTEPOBHUPYCOB | ajeHOBUpYCa B19 ma neca | Tuna | TEMATATa C
1 60% KMI HET 9% KMIL] HET HET HET
2 80% KMII, HET HET HET HET HET
100% I'MK
3 60% KMIT HET 31% KMIT HET HET HET
100% KMII,
4 I'MK. D HET HET HeT HET HET
AKIDK .
5 100% KMLI, | 50% KMII, equ- et et et et
I'MK, D . JIp u M ¢ ¢
80% KMII, 0 o
6 100% MK 1 D 56% KMIT 30% KMI], HET HET HET
0,
7 10191\//.}:(( l\gu’ HET 29% KMI1 HET HET HET
enuaud. JIg
1 80% KMIT HET 30% KMIT i Mo equand. OO HET
2 60% KMIL, HET HET enutm. Jij HET HET
100% Mo u D u Md
0
3 90% KMI], 32% KMIT 17% KM, HET HET HET
euHuY. D
95% KMII, 46% KM,
Mr 4 100% I'MK, D enuuund. JIg enunnd. JId, eﬂu;;/‘;&)ﬂq) HET HET
u equHnd. OO 2
5 100% KMII, Her Her equanyd. JIg Her 49% KMII u
I'MK, B u Md enuaud. Md
6 100% KMLL, HET 25% KMII, HET HET HET
I'MK, D enruHnY. D
50% KMII, o
7 100% I'MK, O 10% KM, HET HET HET HET
enuHud. Md
u enuand. OO
1 100% KMIL, HET HET HET HET HET
I'MK, B
0,
2 10191\/;}}}(( l\gu’ HET 36% KMI] HET HET HET
3 60% KMIT HET HET HET HET HET
4 60% KMI] HET HET HET HET HET
MK 43% KMLI, enu-
0, 4 o,
5 90% KMI] sy, J1, M) HET HET 1% KMIL] HET
6 80% KMIT 15% KMI], HET enuHn4. Md HET HET
0
7 1 OZ)(‘?A)A’FI;/II\I/I(L}; 5 HET 14% KMLL, | ennany. Md HET HET
0,
8 100% KMIL] HET 15 /;II;MH HET HET HET

rae, AKIDK - apurMoreHHas kapAnOMHUOIATHS IPaBOro kKelynouka, Mt - Muokapaut, MK - MuokapanTuueckuit kapiuo-
ckiepo3, KMII - kapauomuonmter; MK - 1miiagkoMbIieuHbIe KICTKH, D - SHIOTEIHOIUTBI COCYIUCTBIX CTEHOK; DO
- pubpobracTe; M - makpodaru; JId - mumdonuts
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Ilpu eucmonocuueckom UCCIEO0BAHUU MUOKAPOA
1€6020  JHCeNYOOUKA ONpedensiiucy (GpazmeHmayusi Mbi-
WEYHBIX BOJIOKOH, 2UNepmpoqus KapoOuoOMUOYumos, omex
CMpOMbL, NOTHOKPOBUE CUHYCO8, KANUIAPOG, CRA3ZM UHM-
PAMYPANbHLIX apmeputi ¢ OMCIOUKOU dHOOMeENUs U Ouc-
mpogueti  2na0OKOMbIUEYHBIX KIeMOK, JeUKOYUmapHsie
cmaszel, 04a2080€ NAAIMAMUYECKOe NPONUMbIBAHUE UH-
MUMbL UHIMPAMYPATLHBIX apmeputl, NPu NOAPUIAYUOHHOU
MUKPOCKONUU - YUACKY YUMOAU3da U (heHomen euneppe-
gaxcayuu capkomepos (3-4 banna), ceemenmapHvie KOH-
mpakmypvl MbluieyHolx 6010KkoH 11l cmenenu (2-3 6anna).
Apxumexmonuxa cmeHox npasozo dcenydouka Oviia noi-
HoCcmblo Hapyuiena 3a cuem: 1) @uoposHo-mbluieuHbIX
misiicet, UOYWUX om SnUKapoa K 3HOOKApoy, Meicoy Ko-
MOPLIMU HAXOOUTUCL NEPREHOUKVIISIPHO PACHOTONCEHHbIE
NYUKU MBIUEYHBIX BONOKOH (NYUKOBbIL MUN OUCKOMNLEK-
cayuu); 2) KpYnHbIX Yuacmkos sHcuposotl mranu (25-50%
nrowaou), cpedu Komopou XaomudHo pacnoiazaiiuct Mul-
uieuHvle 80JIOKHA ¢ oucmpouetl, ampogueti, HopmMompo-
Queii u cunepmpoueil kapouomuoyumos (puc. 5, 6 - cm.
Ha Y6emHOl GKIIeliKe).

Onpedensincsi OnumMenvHulil Cnasm UHMpPAamMypaib-
HBIX apmeputl ¢ OMCAOUKOU dHOOmMeNUs, NOIHOKPOBUEM
Kanunisapos. B 3a0ueti cmenke npagozo npedcepousi om-
Meuanuco IUNOMamo3s, MenKoouazosvill Guopos u ouc-
KOMNIEKCayust MbIUEYHBIX B80I0KOH XAOMUYHO20 MUNd.
Buisinsincs nunomamos obracmu Cumycno2o u ampuo-
BEHMPUKYIAPHOO Y3708, TUNOMAMO3 U Gubpos obnacmu
nyuxa luca. Ilocne eucmonocuueckoeo ucciedosanus
NAmon02oaHamoMuyeckuil OuazHo3 vl chopmynuposan
caedyowum obpazom: ocHogHoe 3abonesanue - UBC, ame-
PpOcKepo3 koponapuwix apmepuii 111 cmaduu, 5 cmenenu
co cmenozom 60% HecmabunrbHOU amepocKiepomuyec-
KO OnawKot 1e6oil o2ubaroujetl apmepuu, OAUMeNIbHbL
Cnasm UHmMpamypaibHuIX apmepuil, OCmpas. KOpoHapHas
Hedocmamounocms (uuemusi 0o 40 mun); ¢onosoe 3a-
bonesanue - AKIDK, nexomnakxmmuwiii Muokapo npasozo
JHCENYOOUKA; OCNONCHEHUEe - QUOPUNLIAYUSL HCETYOOUKOS.
Ocobennocmoio cayuas sensemes covemanue AKIDK ¢
HEKOMNAKMHBIM MUOKAPOOM npagozo scenyoouxa u UBC.
Tax sice, kak u 6 npedviOyuem ciyyae, OblLiu OOHAPYHCEeHbL
OUCKOMNIEKCAY sl MbIULEUHBIX B0IOKOH 8 CIEHKE NPABO2O
npeocepousi, TUNOMAamos u Quopo3 MexHcHCenyOOUKO8OU
nepe2opooKu U CReYUaIu3uUpOBAHHbIX 00PA306aHUTl NPO-
8005y ell cucmembvl cepoyd.

OBCYXKIEHUE PE3YJIBTATOB

VIMMyHOTHCTOXNMHYECKOE HCCIIEI0BAHNE TI0Ka3a-
70 MHPUIIMPOBAHHOCTH KapJHMOMHUOIIMTOB BUPYCaMU BCEX
6ompHBIX ¢ AKIDK, 9TO COOTBETCTBYET MaHHBIM IPYTUX
aBTOpOB [2, 3]. [Ipr 3TOM B OOJIBIIMHCTBE CITy4aeB BISBIIA-
JIOCh cOYeTaHNEe HHPEKINOHHBIX areHTOB: SHTEPOBUPYCOB
C aJICHOBHPYCOM, SHTEPOBHPYCOB C IapBoBHpycoM B19
WM cpasy Tpex BUpycoB. CIIEKTp BUPYCOB COOTBETCTBYET
ob1eeBporneiickoMy, Hanbosee 4acTo BBIABIIEMOMY PU
MHOKapANTax W IWISTAMOHHOW Kapamomuonartuu [10].
Tonpko B 1 u3 13 cnyuaes AKIDK conpoBokanack Muo-
KapJUTOM CMEIIAHHOW 3THOJIOTUH - COYETAaHNE SHTECPOBH-
pycoB ¢ BupycoM renaruta C. Y ymepunx OOJbHBIX Tak-
e He ObIII0 0OHApyKEHO MPU3HAKOB MUOKapANUTa. TakuMm
00pa3om, B ONIMYNE OT JPYTHX aBTOPOB, MBI TOPa3/i0 pexe
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nHabmonanu coueranne AKIDK ¢ akTHBHBIM MUOKapIuTOM
[1]. BeposiTHee Bcero, BbISIBICHHE aHTUICHOB BHUPYCOB B
KapZAMOMHOIMTAX U KIIETKaX COCY/IOB CBHJIETEILCTBYET 00
UX NEPCUCTUPOBAHUU MOCTIE IEPEHECEHHOT0 MUOKAPIUTA.
Meinkoouaroelii  (pubpo3, onpenessiembrii npu AKITK,
MOXKET OBITH pPEe3yJIbTaTOM IEPEHECEHHOTO BOCIMAJICHHS,
HEKpO3a KapJAMOMHUOLUTOB, a JIUIIOMATO3 - PE3yIbTaTOM
uX arornTo3a. M3BecTHO, YTO SHTEPOBUPYCHAST MHPEKIMS
MIPUBOJUT K aIoONTO3y KapJIUOMHOLUTOB uYepe3 aKTHBa-
LIUI0 CHTE3a KaJblIMHEHpUHA C MOCIEAYOINUM CHHTE30M
MPOAronTo3HbIX WwicHoB Bcl-2-cemeticTa [20], a aneHo-
BUpycHBII nporerH E4orf4, Britouasick B cuHTe3 Oelika
KJIETKH XO35IMHA, AKTUBUPYET pS53-HE3aBUCHUMYIO MpO-
rpamMMmy KietouHoit cmeptu [16]. Kpome Toro, mpoxoms
4yepe3 LUToIuIasMy, ageHoBupycHslii E4orf4 crumymnupy-
€T aKTMBHOCTb KaJb[IaWHA C IOCJIEAYIOIIUM aroNTO30M
kaetku [15]. TTapBoBupyc B19 Taike crocoGeH BbI3BaTh
3aIporpaMMUPOBaHHYIO KIETOUHYI0 cMepTh. NS1- npore-
UH 3TOr0 BUPyCa MHULUUPYET aroITO3 Yepe3 aKTUBALUIO
kacraz 3 u 9, a VPI - uepe3 akTUBALMIO LUTOTOKCHUYHBIX
T-mumdonuToB, KOTOphIe OBUIN OOHAPYKEHBI BO BCEX Ha-
mux ciaydasx ¢ AKITK [5, 8].

C npyroit CTOPOHBI, MHOIOYHCIICHHBIE MOJIEKYIISIPHO-
TeHEeTHYECKUE UCCIeJOBaHNs a0COIIOTHO yOeKIatoT B Ha-
CJIeJICTBEHHOM XapakTepe 0oibinnHcTBa cirydaeB ¢ AKTTK.
PesynbTaTel OBYX NPHUBENEHHBIX ayTONCUIHBIX HCCIIENO-
BaHUI Takke CBUJCTEIbCTBYIOT B MOJb3Y BPOXKICHHOTO
reHe3a kapauomuonaruu. Ha Hamr B3misa, mpuCyTCTBHE
JIUCKOMITJIEKCALIUU MBIIIEUHBIX BOJIOKOH B CTEHKE MpaBoO-
To TIpesicepiusl BHE 30H JiMomMaro3a u (Guoposa sBisiercs
JIOTIOJTHUTEJIBHBIM TIOATBEPIKACHHEM 3TOro (hakra, paBHO
KaK COYETaHWE JIAHHOTO 3a00JICBAHUS C M30JMPOBAHHBIM
HEKOMITAKTHBIM MHOKAp/OM IPaBOro >KelyJouka y Ma-
LUEHTKH, B CEMbE KOTOPOH BCE JKEHIMHBI YMUPAIU BHE-
3allHO B MOJIOIOM MJIM CpeJHEM Bo3pacte. B mureparype
HaM BCTPETHJIOCH TOJBKO OJJHO COOOLICHHE O COYETaHHU
HEKOMITAKTHOTO MHOKapja npasoro skenygouka ¢ AKIDK
y 21-nernero tonommm [17]. I'mctonmorunueckoe uccneno-
BaHHE B 3TOM CJIyyae HE BBINOJIHSIIOCh. OUYEeBHIHO, PeUb
UAeT 0 HOBOM CHHApoMe. MHoKap/ MpaBoro >KelyJouka B
HaleM HaOJIoIeHUH C(OPMHUPOBAH 110 THITY IMOPHOHAIb-
HOTO, B OTJIMYME OT JIEBOTO JXKEIyl0uKa, II€ MBIIICUHbIC
MyYKH pacloyiiaraloTcs napajuieibHo Apyr apyry. B o6o-
UX ayTOICUHHBIX HAONIONEHMSAX OTMEYasICsl JIMITOMAro3 1
(hubpo3 crienuaaTM3uPOBaHHBIX 00Pa30BAHUI IPOBOASIICH
CHCTEMBI Cep/ilia, KOTOPbIE TaKKe MOTYT OBITh NPHUYMHON
aputmuii [12, 18].

Bo Bcex uccienoBanHbix Hamu ciaydasx ¢ AKIDK
oOparnaer Ha cebst BHUMaHUE IIporpeccupyomas arpodus
MBIIIEYHBIX BOJIOKOH, KOTOpasi, 0-BUIUMOMY, TeHeTHYEC-
KU JIeTepMUHHpOBaHa. Ha Hamn B3misi, ©UMEHHO arpodus
KapJMOMHOLUTOB SBJSETCS BEIyIIUM 3BEHOM B IIpOILEC-
ce nusiTanuy, GOPMUPOBAHNH aHEBPHU3MBI KEIylIouKa 1
MIPOrPECCUPOBAHUY CEPJCUHON HEJOCTaTOUHOCTH.

Takum 00pa3om B pe3yabrare HCCIIEI0BaHUsS IMalH-
enroB ¢ AKII)K Obuti BbIsIBICHBI MOpdoIOrHYecKue Map-
Kepbl KaK BPOXKAECHHOM, TaK U MPUOOPETEHHOI aTOIOTUH,
B YaCTHOCTH, NPUCYTCTBHE KapJUOTPOIHBIX BHPYCOB B
KapJUOMHOILUTAX U COCyax MUOKap/a; BEPOsITHEE BCETro,
BUpYCHast TH(EKLUS SBISIETCS TPUTTEPOM NPOrPECCHU 3a-
OosieBaHusL.
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APUTMOI'EHHASI KAPANOMUOIIATH A [TPABOI'O XXEJTYJOUKA U BUPYCHA AL UHOEKLWA:
BO3MOXHBIE COYETAHUS U POJIb B TEHE3E JXXEJIYVIOUKOBBIX TAXUAPUTMUI
JL.b.Mumpodghanosa, O.B.bewyx, P.B.Tamapckuii, /{.C.Jlebedes

C uenpo oOHapy»)eHust MOpP(OIOrHIecKnX MapKepoB Kak BPOXKJICHHOW, TaK W MPHOOPETCHHON MaTOJIOTHH Y T1a-
LIMEHTOB C apUTMOTCHHON KapJroMuomnarueil mpasoro xemrynouka (AKMIT), B ToM 4nciie MpuCyTCTBUS KapIHOTPOITHBIX
BHPYCOB B KapIMOMHONINTAX M COCYAaX MHUOKap/a MCCIIE0BaHbI MIPenapaThl, MOydYeHHbIE TIPH YHIOMHOKapIHalbHON
O6uonicun y 57 MalMEHTOB C XKEIYIOYKOBBIMU HapymeHHsIMH putMma (37 sxeHmwH u 20 MyX4WH, CPEIHUN BO3pacT
48+12 ner), a TaK)Ke ayTONCUWHBIN MaTepuai 2 00IbHBIX (KeHIIHMHA 43 JIeT 1 My>kK4nHa 69 J1eT), yMepIInX BHE3aITHO OT
¢ubpmuanny xemynoukoB. M3 57 6onpubix 13 crpamganu AKITXK, 18 - akTHBHBIM MM XpOHUYECKUM MHOKapAUTOM, 8
- MHOKapIUTHYECKUM KapIHUOCKIEPO30M, 6 - rUIepTpohuIecKoil KapJHOMHOIIATHEH, 2 - TIEPBUYHBIM aMUJIONI030M; Y
2 Obla auroMa cepana, y | - ¢pudpo3Ho-MbllIedHass AUCIUIA3Us HHTPAMHOKAPIHAIBHBIX apTepui, y 6 - runeprpodus
n GenkoBast AMCTPOGUS KapAHOMHUOLIUTOB C MUOLIUTOJIN3UCOM. AYTOIICHIHOE HCCIIEI0BAaHUE B 00OMX CITydasiX BHISIBH-
1o Hamnune AKIDK MIMMyHOrncToXMMudeckoe uccieoBanie napauHOBBIX CPE30B MHOKap/ia MPaBoOro JKey10uKa 1
MEXKKEITYOUKOBOH Teperopoaky mpoBoamiock y 7 6onbubix ¢ AKIDK, 7 - ¢ MHOKapaAnTOM U 8 - ¢ MHOKapANTHYECKUM
KapHOCKIJICPO30M.

B Oumonrarax muokapaa 6omsHBIX AKIIK ObLT BEISIBIICH TUTIOMATO3, COCTABISIONMMN B cpenHeM 30+15% ux muio-
I1aJIM; JIATIOMATO3 B COYETAHUU C OYAroBBIM MEpUMYCKYSIpHBIM (hrubposzom y 10 n3 13 manmenros. Juctpoduueckue
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H3MEHEHMsI U aTpodusl KapAHOMHOLMTOB OIPEASISIINCh BO Beex 13 ciyyasix, a B cOueTaHUM ¢ HOpMOTpoduei n He-
paBHOMepHOH runeprpoduei - y 7 uenosek. Bo Bcex Hadbmonenusx AKITXK, tak ske kak u B rpynmax cpaBHeHus1, Oblia
oOHapy>KeHa SKCIPECCHsl aHTUICHA SHTEPOBUPYCOB B IIMTOILIA3ME KapAMOMHOIMTOB, [VIaJKOMBIIIEYHBIX KJIETOK U JH-
JIOTEJMOLIUTOB COCY/IOB. AHTUTEH aJICHOBHpYCa ObII BBISIBIICH B SIpax KapJAMOMHOIIUTOB U €IMHUYHBIX JIUM(OIHTAX C
Makpodaramu B 2 u3 7 ciiy4aeB, aHTHI'eH IapBoBupyca B19 - B 4 ciryyasix. DKcIpeccuu aHTUTEHOB BUPYCOB IIPOCTOTO
repreca | tuna, reprieca 6 Tumna, B 6uonrarax 6ospHbIX ¢ AKIDK He oOHapysKuin, TOraa Kak B rpynnax cCpaBHEHHUs
aHTHUTeHBI BUPYCOB repreca 1 n 6 tumna ompenensuincy B auMdonurax u Makpodarax, Bupyca repreca 1 Tuma - B
eIMHUYHBIX KapauoMuonurax u gudpodnacrax, a B ogHoM ciydae coueranust AKIDK ¢ akTuBHBIM MHOKapAnTOM y
HocuTes Bupyca rernaruta C 3TOT BUPYC BMECTE ¢ DHTEPOBUPYCAMH BBISIBUIIN B KAPANOMHUOLIUTAX ¥ Makpodarax npu
OTCYTCTBUM KJIMHUKM Tenaruta. TakuM oOpa3om B pesynbrare uccienoBanus manueHToB ¢ AKIDK Obumn BbIsiBIICHBI
MOpPQOJIOrHYECKHE MapKephbl KaK BPOXKICHHOM, TaK U MPUOOPETEHHO! MaToJIOTHH, B YACTHOCTH, NPUCYTCTBHUE KapAHO-
TPOIIHBIX BUPYCOB B KapIMOMHOIIMTAX U COCYAaX MHOKap/ia; BEPOsITHEE BCEr0, BUPYCHAsl MH(PEKINS SBISICTCSI TPUTTEPOM
nporpeccun 3a00JIeBaHusI.

ARRHYTHMOGENIC RIGHT VENTRICLE DYSPLASIA AND VIRAL INFECTION:
POTENTIAL COMBINATIONS AND ROLE IN DEVELOPMENT OF VENTRICULAR ARRHYTHMIAS
L.B. Mitrofanova, O.V. Beshchuk, R.B. Tatarsky, D.S. Lebedev

To reveal morphological markers of both hereditary and acquired alterations in patients with the arrhythmogenic
right ventricle dysplasia (ARVD) including presence of cardiotropic viruses in cardiomyocytes and myocardial vessels,
endocardial biopsy samples of 57 patients with ventricular arrhythmias (37 women, 20 men, age 48+12 years) and au-
topsy samples of 2 subjects (a 43 year old female and a 69 year old male) suddenly deceased due to ventricular fibrillation
were assessed. Thirteen patients of 57 had ARVD, 18 ones had active or chronic myocarditis, 8 subjects, myocarditic
cardiosclerosis, 6 patients, hypertrophic cardiomyopathy, and 2 ones, amyloid disease, In 2 patients, cardiac lipoma was
revealed, in one patient, fibromuscular dysplasia of intra myocardial arteries, and in 6 ones, hypertrophy and cardiomyo-
cyte proteinosis accompanied by myocytolysis. In both cases, autopsy showed presence of ARVD. Immunohistochemi-
cal assessment of paraffin sections of the right ventricle myocardium and inter ventricular septum was performed in 7
patients with ARVD, 7 ones with myocarditis, and 8 ones with myocarditic cardiosclerosis.

In the biopsy samples of patients with ARVD, lipomatosis was observed, which constituted 30+15% of their area;
lipomatosis in combination with focal perimuscular fibrosis was found in 10 of 13 patients. Dystrophy and atrophy of car-
diomyocytes were found in all 13 cases; in 7 of them, in combination with normotrophy and asymmetric hypertrophy. In
all cases of ARVD as well as in the control group, the antigen expression of enteroviruses was observed in the cytoplasm
of cardiomyocytes, smooth muscle cells, and vascular endotheliocytes. The adenovirus antigen was revealed in the car-
diomyocyte nuclei and solitary lymphocytes with macrophages in 2 of 7 cases; in the parvovirus B19 antigen, in 4 cases.
No expression of antigens of the herpes simplex virus of type 1 and herpes of type 6 was found in the biopsy samples of
the patients with ARVD; whereas, in the control group, the antigens of the herpes virus of type 1 and type 6 were found
in lymphocytes and macrophages, the herpes virus type 1 was observed in solitary cardiomyocytes and fibroblasts, and, in
one more case when ARVD was associated with active myocarditis in a hepatitis C virus carrier, the virus was revealed in
association with enteroviruses in cardiomyocytes and macrophages, without evidence of the clinical signs of hepatitis.

Thus, the study of patients with ARVD permitted one to find morphological markers of both hereditary and acquired
alterations, in particular, presence of cardiotropic viruses in cardiomyocytes and myocardial vessels; the viral infection
seems to be likely a trigger of the disease progression.
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