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OCOBEHHOCTH YJIbTPACTPYKTYPbI MUOKAPIA
TP APUTMOI'EHHOU JUCIIJIAZUUA ITPABOT'O KEJIYJOYKA

Hpimmmiaenkona B.I., Imuukuna B.B., CyciaoB B.B., OtTunrep A.IL

I'BOY BIIO Poccuiickuti Hayuonanvnwviti Hccnedosamenvckuii Meouyunckuti Yuusepcumem
um. H.U. ITupoeosa M3 P®, Mockea, e-mail: valchicken@mail.ru

Ha marepuanie 8 qMarHOCTHYECKUX 3HIAOMHOKApAMATIbHBIX OHOICHI U3y4EHO COCTOSIHHE YIBTPACTPYKTYPhI
MHOKap/ia IIPaBoro XeyJo4uKa IPH apUTMOTEHHON AUCIUIa3HH (KapIHOMHOIIATHH) IpaBoro xemynouka (AJIIDK).
[Nomy4eHs! JaHHBIC O HAIMYKY Je€HEPAaTHBHBIX H3MeHeHHH KapauomuonuTos (KMIT) ¢pparmenranuu capkomiasmMe
U 9KCTPY3HU s7€P, BIVIOTh 10 X TH0eIn. AHAIM3UPYIOTCS JaHHbIE O BO3MOXKHBIX MEXaHU3MaX KJI€TOUHOM CMEpTH.

KaroueBble ciioBa: Muokapa, apuTMusi, KApAHOMHONATHSI, YJILTPACTPYKTYpa

ULTRASTRUCTURAL FEATURES OF MYOCARDIUM IN ARRHYTHMOGENIC
RIGHT VENTRICULAR DISPLASIA

Tsyplenkova V.G., Glinkina V.V,, Suslov V.B., Oettinger A.P.

Russian National Research Pirogov’s Medical University, Moscow, e-mail: valchicken@mail.ru

In electron microscopic investigation of right ventricular myocardium from biopsies in 8 patients with
arrhythmogenic right ventricular dysplasia (cardiomyopathy) authors found severe degradation of cardiomyocytes
sarcoplasma, nucleus extrusion and myocytes death. The possible mechanisms of cardiomyocytes death are discussed.
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ApUTMOTEHHAs IWCIUIa3us TPABOTO Ke-
JyI0YKa SBISETCS JTOBOJBHO PENKUM, HO KH3-
HeyrpoKarommM 3adoneBanneM cepria. OHa
XapakTepu3yercss HaJIu4ueM  IKEIyJOYKOBBIX
TaXWapUTMHH, a TaKKe TTOCTEIEHHON TUOCIThIO
kapauomuorutoB (KMII) mpaBoro sxemymouka
C 3aMemicHneM (PHOPO3HO-KUPOBOM TKAHBIO.
Mexaamm tubemn KMII mo cux mop ocraer-
Cs HCIACHBIM, CYHICCTBYET MHCHUE, YTO T I/I6€J'II)
KMI] npoucxomur IyTeM amomnTo3a, OIHAKO
B TIPEABIIYIINX UCCIIEAOBAaHUAX HAMH He OBbLIO
TIOJTYYeHO OTHO3HAYHOTO OTBETA Ha 3TOT BOMPOC.

MaTepna.m)l U MeTOAbI HCCJICAOBAHUA

Marepuanom Ut UCCIEIOBAHUS CITyXKHIN 3HIOMH-
OKapaualbHble OWONTAThI MPABOTO JKENIYMOYKa 8 OOJb-
HBIX (7 My>X4HMH U | )KEHIIMHBI, CpeAHU Bo3pacT 41 roxm)
C apUTMOTEHHOM JHCIUIa3Mell TpaBOro  KEIydouka
(AIDK). BronTarsl ObUIM MOJMyYEHHBIE C HETBI0 yTOU-
HeHus auarHosa. O0pasisl sHaoMuoKapaa (2-3 obpasia)
(ukcupoBany 1 00pabaThIBAIM 10 OOLICIPUHSITHIM METO-
JIMKaM., YJIBTPATOHKHE CPEe3bl KOHTPACTUPOBAIIM YpaHH-
JIAIIETaTOM ¥ LIUTPATOM CBHHIIA, TPOCMATPHUBAIH U (OTO-
rpadupoBaty B ANEKTPOHHBIX MHKpockonax JEM-100c-x
u HU-12A npu yckopstomem HanpspkeHun 75—80 kB.

Pe3ynbTarhl ucciae10BaHus
U MX 00Cy:K/IeHue

[Ipu 31eKTPOHHOMHUKPOCKOITMYECKOM HC-
CJIeZIOBaHUU OBUTM OOHAPY)KEHBI MHOXKECTBCH-
HbI€ JIOKYCHI (pparMeHTaIiu cyOcapKoieM-
ManbHBIX oTAeaoB KMII, a Taxxke oTaciaeHHe
WX OT KJIeToK (puc. 1).

OTaeneHHbIC CEKBECTPHI COAEPKATH Je-
CTPYKTHBHBIE  MHUTOXOHJIPWH,  JIUITHIHBIC
BKJIFOUCHHUS, BAKyOIId C KPOIIKOBUIHBIM CO-
nepxumbiM  (puc. 1). MoxHO ObuIO HaOMIO-

JaThb Ha CEPUIHBIX Cpe3ax ATalbl OTACICHUS
(parmMeHTOB. B OTHENBHBIX JOKycax MEXIy
dbparmenramu KMI] oTmeuanoch 3HAYHUTEIh-
HOE KOJIIMYECTBO COCAMHHUTEIbHOTKAHHBIX BO-
JIOKOH — KOJIJIar€HOBBIX, HE3PEIbIX 3JIacTHue-
CKHX, a TaKke 00Jiee TOHKUX, HAITOMHUHAFOIIINX
amuongaeie (puc. 1).

Puc. 1. Muokapo npasozo scenydouxa npu AJJIDK.
Dpazmenmayust CyOCAPKOIEMMATLHBIX OMOEL08
KMI] c omoenenuem ux om xnemox. Meowcoy
@paemenmamu KML] 3nauumensroe konuuecmeo
8010KOH coedurHumenvHou mrkanu. ¥Ys.x 12000

Berpeuanuch kpynHbie ¢pparmenTsl KMII,
PE3KO N3MEHEHHBIE, BAKYOJIIN3UPOBAHHBIC, BBI-
CTyMaIOLUINe B MEXKICTOYHOE MPOCTPAHCTBO,
B MIPOIIECCE OTACIICHUS OT KJIETOK (puc. 2).

MEXJTYHAPO/IHbBIN )KYPHAJI [TPUKJIAJTHBIX
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Puc. 2. @paemenm KML], c npuznaxamu pesxoui
0eCmpyKyuy Opeamel, OMoeusiemMblll Om KiemxKu.
Muoxapo npasgozo scenyoouka npu AJJIDK.
Ye.x13000

B unTepctuninu mexay KMI] nosensnuck
KPYIIHBIE CEKBECTPbl MHOKapAMAIbHBIX Kile-
TOK C KPOIIKOBHIHBIM COAEPXKHUMBIM H (hpar-
meHTamu opranet KMI (puc. 3).

OTMeuanuch SBICHUS 3KCTPY3UH  sIEp
KMIL] 3a mpenensl KJIETOK, ONMMCAaHHbIE HaMHU
panee ipu AJIITK [2, 4]. Ilpudem MoxHO ObLIO
BUJIETH pa3Hble (pazbl MPOIBIKEHUS siep K cap-
KOJIEMME M WX BbIXOJla B MHTepcTULIMNA Taxxke
B MHTEPCTULIUH TOSBIISUIUCH OJUHOKO «IJIaBa-
IOLIME» sijIpa KICTOK. . B 00y1acT BCTaBOYHBIX
JIMCKOB ITporcxonuiio pazodmenne KMII.

B npocBere KamwuIsipoB  HaOIONANKCH
CTPYKTYDBI, MOXOXHE Ha XHUPOBbIE 3MOOIBI.
B kpynHbIx Makpodarax ormMeuanacs HHQUIb-
Tpauus JIUIUIHBIMHI BKIIOUCHHSIMHU.

Berpeuanuch yyacTku ajare3suu COeauHU-
TeNbHOTKaHHBIX KieTok ¢ KMII. Bocnanu-
TeNbHOW MHOWIBTpAllud B MHOKapAE BBISBIIC-
HO He OBLIO.

Panee Hamu ObUTM MONTYy4E€HBI HUMMYHOTH-
CTOXMMHUYECKHUE THHBIE O BO3MOXKHOH ponu
aronTo3a B Pa3BUTUU U IPOrPECCUPOBAHUU
AJIIDK [2, 4]. XoTs 0OMHO3HAYHBIMU 3TH JaH-
HbIE Ha3BaTh HE MPEJCTABISAETCS BO3MOXKHBIM.
[lomyueHHble NaHHBIE TOBOPHIM O TOM, YTO
B OJHOH M TOH ke KJIeTKe ObUIM M aloNTOTHU-
YecKoe SApo (WK sipa) u sapa 0e3 MpU3HAKOB
¢parmenrauun JHK.

KpomMe TOro smekTpoHHOMHUKPOCKOIHYE-
CKM He ObIIO OOHApy>XEHO Pa3BEpPHYTOM Kap-
THHBI ananrosa [2].

B nanHOM nccnenoBaHun HaMu OOHapyKe-
Ha cekBecTpauus KMII. KMII pacnaganucs
Ha (QparMeHThl, CO BpeMeHeM 3TH (hparMeHTHI
OKa3bIBAJIUCh 3aMYyPOBAaHHBIMH CPEIU BOJIOKOH
COCIUHUTEIBHON TKaHH. Takas ceKBecTpalus
KMLI, no-BuaAMMOMY, B KOHEYHOM UTOre MpHU-
Bonmia k rudemn KMILI. BocanmurensHoii pe-
aKIMU B MHOKape B oTBeT Ha rubdens KML] ve

Puc. 3. Muokapo npasozo scenydouxa npu AJJIDK.
Kpynuoiti ppaemenm KMI] ¢ kpouikosuoHvim
COOEPAHCUMBIM MENHCOY O8YMsL MUOKAPOUATLHBIMU
xknemkamu. ¥Y8.x10000

00HapyKMUBAJIOCh, KaK paHee, TaK U B HACTOSI-
eM UcciIeIoBanm [2, 4].

B npenpinymmx paborax W B HACTOSILEM
KCCIICIOBAHUM HaMH ObUI BBISBJICH (PEHOMEH
akcTpy3un spep KML] 3a mpenensl KieTku, 9To
MBI CKJIOHHBI pacCMaTpUBaTh Kak OHY U3 Gopm
IPOrpaMMHUPOBAaHHOM KIETOYHON CMEPTH.

BeposTHO, 4TO UMEHHO KIIETKH, MOTEPSIB-
mue SAp0 U TMOABEPraivch (hparMeHTAINH.
K coxanenuto, 3auKcupoBaTh TO, 4TO UMEH-
Ho yumeHHele saep KMIL u moasepramuch
(parMeHTanny, HaM HE YAaJIO0Ch.

W3BectHo, utro KMIL] B pe3ynsrare amormn-
TO3a pacnajgaroTcs Ha GparMeHTsl (aloNTOTU-
yeckue Tena) [1, 3], Ho B JaHHOM cliydae Ham
MIpECTaBIIAETCS IPyroi MEXaHU3M CEKBeCTpa-
v KMII,

3akaouenune

AHanm3upysi TOJTy4YeHHBIE B HACTOSIICH
paboTe pe3yNbTaThl, a TAKXKE JTAHHBIC HAIIUX
MPEABIAYIIUX UCCIETOBAaHUN, MOXKHO MPEATO-
JOXUTH , uTo B Tnoenu KML] mpu AJIITXK mo-
BUHHBI HECKOJIBKO MEXaHW3MOB: arloITo3, SKC-
Tpy3us siep , a Takke ¢parmenranus KMLI.
Bce atu siBnenust nmpuBomsaT k rudenn KMI]
C TMOCIEAYIOIMUM 3aMelieHueM (HuOpO3HOM
U KUPOBOH TKAHBIO.
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