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C yenvio uccnedosamiist 0cobenHocmetl 3a601esanus ananuzupyiomes 18 ciyuaes 6He3anHol cepOeyHol cmepmu
MON0ObIX t00etll 8 so3pacme 14-35 nem ¢ OOKyMeHMUpOBanHOU ApUMMO2eHHOU KapouomMuonamuel/oucniazuetl npa-

6020 JiCEJZy()O'{KG.

KaroueBrble ciioBa: APUTMOTCHHAasA KaleHOMI/IOHaTl/Iﬂ/)leCHJ]aCSI/Iﬂ MmpaBoro KeJaya0ouKka, BHe3allHas cepacuHast
CMEpPTH, AJKOroJb, HAPKOTHKH, TUCIIA3UA COeTUHHUTEIbLHOM TKaAaHU, MHOKAPIHUT, KEJIYAOUYKOBbIC APUTMHH,

MarHuTHO-Pe30HAHCHAsI TOMOTrpadusi.

To study peculiar features of the disease, the cases of 18 sudden cardiac deaths in young adults aged 14 35 years
with the documented right ventricular arrhythmogenic cardiomyopathy/dysplasia were analyzed.

Key words: right ventricular arrhythmogenic cardiomyopathy/dysplasia, sudden cardiac death, alcohol, il-
licit drugs, connective tissue dysplasia, myocarditis, ventricular arrhythmias.

ApHTMOreHHasi KapAXOMHUONATH/JUCIUIA3Us  TIpa-
Boro xenynouka (AKITDK) accoumupoBaHa ¢ BBICOKOM
YaCTOTON KETyJJOUKOBBIX HapylICHUH pUTMa cepila u, B
NIEPBYIO OYEPE/b, C KU3HEYTPOKAIOIIUMU JKEITyJ04YKOBbI-
mu aputMmusimu [28, 29]. AKIAIDK ominyaeTcst oT npoynx
nepBuuHbIX Kapauomuonaruit (KMII) wacteiMm HecooT-
BETCTBHEM CTENEHU CTPYKTYPHOIO MOPaXEHUs cepauna U
BO3MOKHOCTH BO3HHKHOBEHHS apUTMUH, MPUBOJAIINX K
BHe3arnHoi cepaeunoid cmeptu (BCC) [9]. Tak, npu runep-
tpoduyeckoii KMII puck apuTmuii, BUANMO, HAIPIMYIO
CBsI3aH C apUTMOT'€HHBIM CyOCTpaToM B BHJIE AMCKOMILICK-
Calli¥ MBIIIEYHBIX BOJIOKOH, TMIEPTPOGUH MHOKapAa u
ouaroB (ubpo3a. [Ipu munaranuonnoit KMII puck BCC
paccMaTpuBaeTCs B KOHTEKCTE CO CTENEHbBIO IUIAaTalluu
neBoro xenynouka (JIDK) u ero cokparurensHoit auchyHK-
uun. Ho mpu AKJIDK xu3Heyrpokarome Kenyn0uko-
BbI€ apUTMMU MOTYT IMOSIBUTHCS YK€ B TaK HA3bIBAEMYIO
«CKpBITYI0 (haszy», MpH KOTOPOW 3JIEKTPOPHU3HOIOrHIECc-
KM€ aHOMAJIMU MPOSIBIISIOTCS paHbIlIe OYEBUIHBIX UIIH, 10
KpaifHell Mepe, 3HAUMMBIX T'MCTONATOJIOTHUECKUX CTPYK-
TYPHBIX U3MeHeHui Muokapaa [9]. Takum oOpa3om, B Ha-
yaie «ckpbiToi azen» AK/IITK B onpeneneHHol cTeneHn
CXOJIHA C TIEPBUYHBIMH DJIEKTPUYESCKUMH OOJIE3HSIMU CePI-
1a (KaHaJIONaTUsIMK), TIPH KOTOPBIX apUTMHUH Pa3BUBAIOT-
Csl B CTPYKTYPHO HEM3MeHeHHOM cepaue [9].

VYIeTpacTpyKTypHBIE HCCIEJOBAaHUS MHOKapaa y
MAIIEeHTOB C BBIABICHHBIMU MYTAlUsIMU T'€HOB, OTBET-
ctBeHHbIX 3a paszButue AK/IDK, mokazamu, 4to y 3THX
OOJIBHBIX TPOMCXOAMUT PEMOJEIMPOBAHNE BCTABOYHBIX
JIUCKOB U YMEHBIICHHE YHCa JECMOCOM, YTO MPUBOIUT
K HApYLICHUIO MEXaHHUUYECKOTO CIENIEHUs KapIUuOMHUOLHU-
toB (KMLI), a B manmpHeiiem k ux rudeiu ¢ GudOpo3HO-
JKUPOBBIM 3aMEICHUEM, a TAKXKe K HapyIIECHUIO Mepeadn
BO30YXKICHUS W TpoBeneHus umiyibca [34]. Hecmorpst
Ha siBHBIH puck BCC Bo Bpemsi «cKpbIToii (asbi» 3adoie-
Banwus, quarnoctuka AKJIIDK u crpatudukanuns pucka B
9TOT NEPUOJ MOTYT OBbITh OCOOCHHO CIIOXKHBI. Bumumbie

CTPYKTYpHBbIE U3MEHEHUS] MUOKapJa «IPOSBISIOTCS IO
Mepe mporpeccupoBanus 3a0oneBanus. OOBIYHO TIEPBEIC
MpU3HAKU JiereHepatuBHbIX uaMenenuit KML] B Buje oua-
roB ¢udpo3a W JIMIIOMATO3a BO3HUKAIOT B MPUHOCSIICM
U BBIHOCSIIEM Tpakrax mpasoro skenynouka (IDK), pexe
- B 00J1aCTH BEPXYIIKH, T.C., UIMCHHO B TeX yuacTtkax [1K,
KOTOpBIC HCIBITHIBAIOT HaWOOJIee CHIBHYH TI'eMOJMHA-
MHUYECKYI0 MEXaHM4YeCKylo Harpy3ky [34]. B mureparype
9T 30HBI [1JK M3BECTHBI KaK «TpEyrojbHUK TUCILIA3HIDY
[22, 28]. IIpouecc aectpykuuu KMILI pacnpocTtpansercs
B HaIpaBJIEHUU OT JMHUKAPAUAIIBHBIX CIOEB MUOKapiaa K
9HAOKAPAUAIBHBIM, 1A/l TOHKYIO «IIPOKJIAIKY» U3 dHIO-
KapAualibHOTO MbIeyHoro cios [11]. B To ke Bpemst npu
MHOTHUX JAPYTUX MaTOJOTUSIX Cepjlla, HalpuMep, UIIeMHU-
yeckoit KMII, 3a0oneBanusx, 00yCIOBICHHBIX MEPerpys3-
KOl 00beMOM, B IIEPBYIO OUEPEIb TOPAKAETCSI UMEHHO JH-
nokapi. ['eTeporeHHOCTh MHOKap/a (HaJIu4ue MBIIICYHOH,
(buOpPO3HOIT ¥ JKUPOBOI TKAHU) C PA3THYHBIMU ICKTPOPH-
3HOJIOTMUECKUMH XapaKTePUCTUKAMHU SIBJISIETCS] YCIOBUEM
JUTSL Pa3BUTHS [IOBTOPHOTO BXOJ1a BOJIHBI BO30YXKIeHUS (re-
entry), JIeKaliero B OCHOBE 3JI0KaU€CTBEHHBIX JKEITYI0UKO-
BBIX TaxUapuTMui, sBisitomuxcs npuurnoit BCC [38].
Camo HaszBanue AKJIIDK orpaxaer To, 4ro mpu
KJIACCHUYCCKOMY Pa3BUTUU 3a00JICBAHUS TATOIOTUYCCKHI
npouecc jokanusyercs: B [DK. Onnako Bcé Oosee yacroe
ONKCaHUE B HAYYHBIX UCCIICIOBAHUSIX OMBCHTPHKYJISIPHOM
WM JICBOIOMUHUPYIOMICH GopM 3a00ieBaHsl, BO3MOXKHO,
B Oyimpkaiiniee BpeMsl MPHUBEICT K UCIOJIB30BaHHUIO Oojice
IIMPOKOTO TCPMHHA «APUTMOTCHHON KapIHOMHOIIATHH/
nucrutazum» [9, 36]. Tem He MeHee, B HACTOAIEE BPEMs,
comtacHo onpeneseHuto Paboyeld rpynmsl 1o 3abonesa-
HUSIM MHOKapja U mepukapia EBporieiickoro o0iiecTa
kapauosnoros (2008 r) [22], AKJITX - ato 3aboneBanue
MBIIIIBI  CEePAlLA, XapaKTepusylolleecs MpOorpeccupyro-
IIMM 3aMeIICHUeM MUOKapaa cBoboauoi crenku 1K xu-
POBOIt U (HhUOPO3HOI TKAHBIO B IPE/ICIaX TaK HA3bIBACMOT0
TpeYroJbHUKA JUCIIIA3UH, HAXOASIIETOCs MEX]TY BHIHOCS-
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UM 1 ipuHocsimuM nytamu [1K u Bepxymikoit cep/na, a
B nanbHeimem u JOK cepana.

Pacripoctpanennocts AK/IIDK oneHuTh cioxHO B
CBSI3H C TEM, 4YTO 3a00JIeBaHHE TPYJHO JHAarHOCTUPYETCS,
B €r0 HayaJleé CUMIITOMBI OTCYTCTBYIOT. HacTo MEpBBIM U
€IMHCTBEHHBIM KIIMHUYECKUM TPOSIBIICHUEM 3a00JIeBaHNUs
SIBIIIFOTCS] JKU3HEONacHbIe xKeyioukoBble aputvun 1 BCC.
B o0mem nuanasone Hacesnenust Berpeyaemocts AK/ITIK
- ot 1 Ha 2000 o 1 Ha 5000 [10, 42]. ITo muenuto S.Peters
et al. [32], ayrocomHo-nomuHanTHbIe (Gopmbl AK/ITIK
BeTpevatores yame: ot 1:1000 go 1:1250. B 80% ciryua-
eB AKJITDK BeisiBisitor B Bo3pacte 10 40 net, npuueM B
3 paza yame y myxuud [20]. Psig aBTOpOB cuuTaeTt, 4to
WCTHHHASL PacIpOCTPaHEHHOCTh JTOTO 3a00JIEBAHUS MO-
JKET OBITh TOPa3/I0 BBIIIE, HO 3HAYUTEIbHAS YaCTh CIIy4acB
HE paclo3HaeTcs, HU KIMHUYECKU, HU MaToJIOr0aHaTOMU-
YEeCKH, U 0CTaeTcs HeauarnoctuposanHoit [11]. Hecmotpst
Ha 1o, yTo AKJIITXK cunTaercss OTHOCUTENBHO PEIKUM 3a-
OosieBaHMEM, MHOTHE Ha3bIBalOT ¢ camoi yactoit KMII,
npusojsamei k BCC y mun monoxe 35 ner [13, 24]. Tlo
JTAaHHBIM PA3JIMYHBIX UCTOYHUKOB, TUCTOJIOTHYECKUE TIPU-
3Haku AKJIDK kak mpuunbsl BCC BbISBIAIOTCS € pas-
JMYHOU yacToToi: oT 0,55% cirydaeB ayTorncuu BHE3AMTHO
ymepuux jronei He ctapuie 50 ser B mrare Mapunenn,
CIIA [40] no 20% cimyuaeB cpeau MOIOBIX yMEpIIUX (10
35 ner) B peruone Veneto, Utanus [38] u naxe no 26%
CllydaeB B MCCJIEOBAaHMM BHE3AITHO YMEPIINX CIIOPTCMe-
HoB 110 20 et [19].

Ilo naHHBIM MOJIEKYJISPHO-TEHETHYECKUX HCCIE0-
BaHuH, 910T Bug KMII cBsizaH ¢ myTauusiMu B uaeHTHDU-
LIMPOBAHHBIX I'eHaX, KOAUPYIOUIUX OEIKH MEXKJICTOUHBIX
coenuuenuit [25, 27]: necmoruiakune (DSP), necmorien-
He-2 (DSG2), necmoxommune-2 (DSC2), mnakopmumue-2
(PKP2), mnakornooune (JUP) u coBceM HenaBHO HJICH-
tuduumposanaoM necmune (DES). C AKAITK 6butn ac-
COLIMUPOBAHBI €I1le TPU IT'eHa, He CBA3aHHBIC HANPAMYIO C
necmocomamu [36]. Tak, y mamuentoB ¢ AKIIDK Obuia
HaliieHa MyTalysl B T'€HE PUAHOAMHOBOIO perenropa 2
tunia RYR2, perynupyromiero BbICBOOOXICHHE KaJIbIHs
capKoIIa3sMaTHUECKUM peTukyymMoM. Kpome Toro, B iByX
cembsix ¢ ucropuerdr AKJITIDK Obuta mokazaHa mMyTanus B
reHe Tpanchopmupyroiero pakropa pocra o6era 3 TGFB3,
Y4YacCTBYIOIIETO B KOHTPOJIE CUHTE3a O€JIKOB BHEKJIETOYHO-
TO MaTpHKCa, BKIF0Yast OCJIKN IECMOCOM.

Hecmotpst Ha cepbe3Hble TOCTHKEHUS MOJIEKYISp-
HOM TEHETHKM, HACIEICTBEHHBI XapakTep MaTOJOTHU
yaaeTcsl ycTaHOBUTh He y Bcex nanuentoB ¢ AKJIITDK. B
CBSI3U C ATUM B JIONOJHEHUE K HACJIEICTBEHHOH 00CyX-
JIAIOTCSl U JPYTHe TEOPUH ATHOIATOreHe3a 3a00eBaHMsL.
Tax, B COOTBETCTBUU C «T€OpHUEH BOCHATIECHUN), B OCHOBE
AKJITXK nexxut MUOKapIuT, pe3yIbTaToM 3aKUBJICHHS KO-
TOPOTO SBJISIETCS PUOPO3HO-KHUPOBast HHPUIBTpaLust [26].
«Teopus anonTo3a» MoAPa3yMeBAET, UTO 110 HESICHBIM MPH-
YMHAM TEepPHOIUYECKH BO30OHOBISIETCS 3alPOrpaMMUPO-
BaHHasi CMEPTh KJIETOK, MPUBOJIS K 3aMEIICHUI0 MHOKapaa
IDK npeumymectBeHHO kupoBoil TkaHblo [30, 39]. «Te-
opus tpancaudpdepenuposkn KMIL» npenycmarpusaer
BO3MOXKHOCTb MEPEPOKACHUS MHOKAPIUAIBHBIX KJIETOK
13 MBIIIEYHBIX B )KHPOBBIC U OCHOBaHA Ha OOHApPYKEHHH
KJIETOK, SKCIIPECCUPYIOLINX JECMHH, KaK IIPOMEKYTOUHBIX
MEXJTy MBIIICUHBIMU U KUPOBBIMU [21]. MMeeTcs Takxke
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B 3HAUUTEJILHON CTENEHU MCTOPHUYECKast «TEOPHsl TUCOH-
TOTeHe3a, WM BPOXICHHOTro aedekra» - aruiasud Win
runomnazun muokapaa IDK, commacno xotopoit AKJIIDK
sBisiercst popmoit anomanuu Yiist («IepraMeHTHOro cepi-
11a», BPOXKACHHOW TUmormia3uu Mmuokapaa [10K).

Huarnoctuka AKJIDK nocratouno cnoxkna. Ka-
KOW-JINOO OJTHOW METOAMKHM, KakK, HalpuMep, 3XOKapano-
rpadus npu runeprpoduueckoir KMII, s mocranoBkn
JuarHosa Heyocratodno. B 1994 rony paboueii rpynmoii,
Bo3masisiemoit W.J.McKenna [29], pa3spaboTanbl kpute-
pun auarsoctuku AKITK, a B 2010 . F.1.Marcus et al.
[28] BHECHM CcylleCTBEHHBIE JOMOIHEHUS, TTO3BOJIUBILINE
MOBBICUTh YYBCTBHUTEJIBHOCTh JIMAarHOCTHKH 3aboieBa-
Hus. Kak yxe Oblio ykazano Bblie, puck BCC y 6oib-
Hbix ¢ AKJITIDK BBICOK. DTO KacaeTcst 1 OECCUMITTOMHBIX
MAIUEHTOB, KOTOPbIE PEAKO IMOMajaloT B IOJIe 3PEHUS
kapauosioroB. OJlHaKO NMPUMEHEHHE BCEro CIeKTpa HcC-
CJle0OBaHMUM, BKJIIOUEHHBIX B KPUTEPUM JHArHOCTUKU
AKIDK, ko Bcem maiueHTaM HepeaabHO U COMPSKEHO
C CyIECTBEHHBIMU (PMHAHCOBBIMHU 3aTparaMu. CooTBeTC-
TBEHHO, BCTAET BONPOC 00 0TOOpe TeX MalUeHTOB, KOTO-
PBIM IIPOBEACHUE JOPOrOCTOALINX METOAOB HCCIEA0Ba-
HUsl a0CcoMoTHO moka3zaHo. OxHuM u3 «Oonbimux» Task
Force Criteria nmuarnoctuku AKJIITXK siisiercst Hanmngue
POJCTBEHHMKA MEPBOM JMHUM POJACTBA C MOATBEPIKICH-
HBIM Ha ayTorncuu auarsosom AKJITK.

Takum 00pa3oMm, 3HAYMMOCTH TI'PAMOTHOIO IATO-
soroanaromuueckoro auarHoza AKJIDK nepeoneHuTsh
cnokHo. C y4eToM NpEeUMYLIECTBEHHO ayTOCOMHO-/10-
MUHAHTHOTO THIIAa HACJIEOBaHMs JaHHOIO 3a00JeBaHMUs,
BeposTHOCTh Hanmuuust AKJIDK y poncrBeHHukoB 1-oif
JIMHUM JI0CTAaTOYHO BbIcoKa. CliesoBaTesIbHO, UMEs 1aTo-
JIOTOAHATOMHUYECKUE JaHHbIE 0 Hanmu4uu y ymepiero AK-
JIDK, kapamonorn CMOryT HalpaBHTh cHenu(pHYecKHe
JIMarHOCTUYECKUE YCHJIMS MMEHHO Ha 0oOclie/loBaHHE €ro
OmKalIMX KPOBHBIX POJCTBEHHHMKOB JUISl BBISBICHUS Y
Hux 3abosneBanus u oneHku prucka BCC. [Tostomy mienbto
UCCJIEZIOBAHNUS SIBUJIOCH U3yUYEHHE 0COOCHHOCTEH apuTMO-
TeHHOM KapIMOMHOINATHH/IUCIIa3UHU TIPABOTO JKEIyJ0uKa
KaK MPUYMHBI BHE3AMHOW CEpAEYHOIl CMEpTH MOJIOIBIX
mozieii B Bozpacte 14-35 ner.

MATEPUAJI U METO/IbI
HCCIIEJOBAHUA

B nepuon ¢ mapra mo HostOps 2011 1. 6pUTH TOABEP-
rHyTH aHanm3y cirydad BCC 128 momnonbix mroneit B Bo3-
pacte ot 14 no 35 net. IlogpoGHOE ommMcaHne MaTepuaia
U METO/IOB MCCIIEOBAHMS TPECTABICHBI B MPEIbIIyIICH
myomukarmun [1]. Aramms kaxmoro ciaydas BCC cocrosin
13 HECKOIBKUX ATaroB. I atam - cObop mHDOpManmu: naH-
HBI€ TIPOTOKOJIOB MOJNINH, 3aKITIOYEHUH OpHUTra bl CKOpOH
TIOMOINY, AHKETUPOBAHHBIM ONMPOC POJACTBEHHUKOB H/MIIN
CBHUJETEJIEH COOBITHS, BKIIOUAIONINNA JaHHBIE 00 00CTOs-
TEJICTBAX CMEPTH, HAIMYUH MPEALICCTBYIOMNX CHMITO-
MOB, KaTaMHe3¢€ (B TOM YHCIIE BOTIPOCHI O TPUBEPKEHHOCTH
K BpPEIHBIM TPHUBBIYKAM: 3JI0yIMOTPEOICHNIO AJIKOTOJIEM,
HapKOMaHWH) U HaclencTBeHHOM aHamHe3e 1o BCC B ce-
Mbe. Il aTam - HemocpencTBEHHO ayTOMCHs (IPUCYTCTBHE
HCCIIeIOBATEeNs Ha ayTOICHU ObuTo 00s3arenbHbIM). 111
3Tal - TECTOMOP(HOMETPHUECKOE HCCIEJOBaHNE CEpIIa,
B 13 ciyyasix - ¢ MpeAIecTBYIOMENR eMy MarHUTHO-PE30-
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HaHCcHOI Tomorpadueit (MPT) mpemapara cepaua. Ecimu
pe3yabTaThl TPEX ATAINOB TO3BOJISIIN 3a110/103PUTh TeHETH-
YeCKH JIETEPMUHUPOBAHHYIO ITATOJIOT IO Cep/ilia, IPOU3BO-
JIMJICS 3aIIPOC MEIUIIMHCKON JIOKYMEHTALlUH YMEPIIEro nu3
MOJIMKIIMHUKY 110 MECTY YKHMTEJILCTBA C BO3MOXHBIM TIpe-
nocrasnenneM DKI' 1 qaHHBIX JPYTHX KapANOIOTHYECKUX
nccnenoBannii. KpoBHbIE pOJCTBEHHUKHM NpoOaHIa NpH-
IIalIaIuch Ha 00CIIeJOBaHUE 10 CHIEIUAIILHOMY ITPOTOKO-
1y (pe3yJbTaThl 00CIIeIOBaHMS POACTBEHHUKOB IIPOOAHI0B
Oy/lyT OCBEILEHbI B HALIMX MOCIEAYIOIIHUX ITyOIKALUX ).

Cep/iie KaxJ10ro yMepILero MMoJBeprajioch TIIaTeIb-
HOMY MaToJIOr0aHaTOMUYECKOMY HCCIIE0BaHui0. Bekpbl-
THE CepAlla MPOBOAMIOCH KOMOWHHPOBAHHBIM METO/IOM:
KJIACCHUECKOE BCKPBITHE MO TOKY KPOBH C TIOCIIETYIOLINM
BBITIOJTHEHUEM TapasuleIbHbIX cpe3oB uepes 1,5-2,0 cm ot
BEPXYIIKH K OCHOBAHHIO CEP/IIa, MO TUITY «OyXaHKH XJie-
0a» («bread loaf») (puc. 1). [TomoOHast MeTOIMKA BCKPHI-
THSI TIO3BOJISIET NPOBOANUTH M3MEPEHUSI Pa3MEpOB IMOJIOC-
TeH ceplla, TONIIMHBI BCEX CTEHOK M MEXIKETYJ0UKOBON
neperopoaku (MIXKII), usmepenus nuaMmerpa U IIIOMIATH
KJIAllaHHBIX OTBEPCTHH, CTENEHW CMBIKAHHS CTBOPOK, a
TaKxke, (4T0 OBIII0 0COOCHHO BaYKHO JIJIsI CIIy4aeB ¢ Ipe/iBa-
putenbHoit MPT makpomnpenapara cepliiia) onpeneieHue
TOYHBIX KOOPJWHAT 0YaroB JIMTIoMaro3a u ¢puodposa.

I'ucronornueckoe McciIea0BaHUE BKIIIOYATIO OKpac-
Ky TeMaTOKCHJIMH-303MHOM W MHKPO(PYKCHHOM IO BaH-
l'uzony ¢ mocnenyromeir Mmopdomerpueii. C MOMOIIBIO
aHaym3aropa u3odpaxenus Leica Scop u3mMepsunch mio-
M Junomarosa, Gudposa n ocraToyHasl IJIOLIA L HE
BOBJICYCHHBIX B marojoruueckuii npouecc KMII. Ot6op
rucrojorudeckux npod nposoamics: u3 IDK (B mpoek-
LUSIX BBIXOAHOTO TPAaKTa, MPUTOYHOTO OTAEIA ¥ BEpXyI-
ku), JOK (mepennsist creHka, 3aaHe-00KoBasi CTEHKa), U3
MOKTI, xnanaHoB cep/a, KOpoHapHbIX aprepuid. [Ipu no-
JIO3PEHHH 110 JAHHBIM ayTOTICHY Ha MUOKAapAUT POBOJIH-
JI0Ch IMMYHOTHCTOXUMHUYECKOE UCCIICAOBAHNE C HCITOIb-
3oBanueM anturen k CD3, CD4, CDS, CD45 - mapkepam
T nmumdouuros, CD68 - mapkepy makpogaros, HLA-DR
- aHTUreHy rucrocoemectumoct Il kiacca u Bel2 - un-
rubuTopy amonro3sa [26].

JIJ1s1 MCKITIOUEHH ST TOKCHYECKOTO TIOPAYKEHHUsI TPOBO-
JIMJIOCHh THCTOJIOTMYECKOE UCCIIEIOBAHNE TTEUYEHH, MOJIKe-
JIyAO4HOH kene3bl u nodyek. Kpome toro, B 13 ciydasax

Puc. 1. Bckpvimue cepoua no muny «0yxXanku xneoay.
L[éemnple uzoopasricenus cm. Ha 6KelKe.
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(M3 yMcia TeX yMepIIMX, Y KOro ObUI BBISBICH «OOJb-
1I0i» JTOCTOBEpHBIH MOP(OMETPUYECKUI JAMArHOCTH-
yeckuit kputepuit AK/IIIK) Obuia Beimoianena MPT
Makpomnpenapara cepimna. VcciaenoBaHue MpoBOIUIOCH
Ha MarHuTHo-pe3oHaHncHoM Ttomorpade SIEMENS Trio
A Tim (I'epmanus) ¢ unaykuueid MaruutHoro nons 37T,
¢ ucnoib3oBaHueM rojosHoi karymku (HEAD COIL).
AHanu3 MoJy4eHHbIX H300paKeHUH MTPOBOIMIICS Ha CIIe-
UATH3UPOBAHHON padoueii KapInOJIOTHICCKON CTaHIHH
HE3aBHCHUMO APYT OT Apyra AByMs cnernuanuctamu MPT.
[TpoBenenue uccinen0BaHust ObIO 000PEHO JIOKAIBHBIM
stdeckuM komuterom CIIOTTY.

MMOJTYYEHHBIE PE3YJIBTATBI

[Matomoroanaromudecknit qraraoz AKJIITK 0wt yc-
taHoBJeH B 18 (14,1%) coygasx u3 128 (5 xeHmuH, cpen-
HUH BO3pacT KOTOPBIX COCTaBWI 27+7 JeT, i 13 My»X4HuH B
Bo3pacte 2943 ner). CpeaHnii MHAEKC MacChl Tea B 3TOH
rpymre - 25+5 kr/m2. Bec cepana y JKEHIIWH B CpeIHEM
coctaBmi 317+32 r (mpu HOpMe 235-325 1., KpUTEpHH Ta-
Tonoruu 355 1), y My>kuuH - 387+65 1 (pu HOpMe 273-374
1, Kputepuii naroiorun 405 1) [4].

s BepuuKamuy 1maTonoroaHaTOMUIecKoro Jua-
rHo3a AKJITT)K Opu1H HCITOTb30BaHBI MAKPOCKOITHIECKHE,
THCTOJIOTHYECKHE U MOpdoMeTprIecKkne Kpurepuu. Becem
18 ymepmmnM 1uarHo3 ObLT yCTAHOBIEH B COOTBETCTBHU
¢ mMopdomerpuueckumu kputepusmu F.I.Marcus et al.
2010 1. [28]. [Ipu mpoBeACHUH KOTHYECTBEHHOW OICHKH
IUTOIAAN HE BOBJICUCHHBIX B MAaTOJOTMUYECKHUI Ipolecc
KML, mromane#t ¢pudbpo3a u KUPOBONH WHOUIHTPAIHH
Muokapaa [1DK O6putr mosydeHs! ciieayromune Janabpe. B
12 cmydasix 0CcTaTOYHOE KOJIMYECTBO HE BOBJICUCHHBIX B
naronorudeckuii mporecc KMII cocraBuino menee 50% c
(hrOPO3HO-KUPOBHIM 3aMEIICHNEM MHOKapaa CBOOOIHOM
crenku [IDK Gomee wem B 1 obOpasue (puc. 2), B 3 ciy-
qasx - MeHee 30% c GpuOpo3HO-KUPOBBIM 3aMEIIEHHEM
Oomnee gwem B 1 oOpa3sie, eme B 3 ciaydasx - meree 20%
¢ (pubpo3HO-KUPOBEIM 3aMelIeHneM Ooree dyeM B 1 00-
pasue (puc. 3). Takum o6paszom, y Bcex 18 ymepmux 01T

TN
b ‘ SN

g5

x : .

Rels bk

Puc. 2. AKJITIK ¢ couemanue c numgouyumapno-
MaxkpoghazanvHvim MuoOKapoumom (0cmamounan
niaowaov KMIJ menee 50%), oxpacka zemomoxcununom
u r03unom X 200: a - numpouyumapno-maxkpogazano-
Has ungunvmpayus, 6 - uopos, 6 - ocmamounvle
KMI], 2 - nunomamos.
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BBISIBIICH «OOJIBIIOI JOCTOBEPHBIH MOP(HOMETPUIECKUN
JINAarHOCTUYECKUI KPUTEPUIA.

HccnenoBanue Makporpenapara cepjna nokasano,
yto [IK BO Bcex 18 cimyuasix ObUT pacIIMpeH, ¢ JIOKajb-
HBIMH Y4aCTKaMH UCTOHYCHHS CTCHOK M YaCTHYHBIM 3a-
MelieHrueM (GUOPO3HOI 1 )KUPOBOU TKaHbIO. B 7 ciywasx
chopmMHpoBaIach aHEBpU3Ma: B IPOCKIMH BBIXOJHOTO OT-
nena IDK y 3 yenoBek, MPpUTOYHOTO OT/IENA - Y 2 YEJIOBEK
1 B 00JaCcTH BEpXyLIKH - Y 2 yenoBek. CpeaHss miomaib
aHeBpu3MbI coctaBmia 13,1+4,1 cm?. YV Bcex ymepuiux B
JaHHOM rpymme riomanb [1K Obuta yBenuueHa u cocra-
BuJja B cpeiieM 145432 cm? nipu Bo3pacTHO# HopMe 0T 80
10 100 em?. Y 13 ymepmux qunaranus [1K coueranacek
C YBEJIMYECHHEM IepuMeTpa prOPO3HOTro KOJIbLA TPUKYC-
MUaJBHOTO KilanaHa. B cpeiaHeM ero mepuMerp cocra-
Bua 12,4421 cm npu Bo3pacTHo HOopMe 10 11 cm. B 14
cilydasix 3aMenicHre GuOpPO3HON U )KUPOBON TKAHBIO MH-
okapja 1K pacrnpocTpaHsaiock OT cyO3muKapIuaibHBIX
cJ0€eB K sHAOoKapay. [Ipu 3ToM y 7 ymepiiux 3amenieHue
JKMPOBOI TKaHBIO COCTABMIIO 00JIE€ MOJIOBUHBI TOJIIIMHBI
cBoboaHoit crenku I1K, eme y 7 B matosioruueckuii mpo-
1ecc ObUIa BOBJIEYEHA MPAKTUYESCKH BCS TOJIIMHA CTEHKU
ITX (puc.4, 5). B ocraBmmxcs 4 ciydasix ObUIM BbISIBIIE-
HBbI MHO)KECTBEHHbIEC 1] ]y3HbIE XaOTHUHBIE «BKparie-

/ “ -

WA 7

i

Puc. 3. AK/IIIK 6 couemanue c numgpouumapno-
Makpogazanvhvim muokapoumom ( 0Ocmamounan
niaowaovr KMI] menee 20%).

r

Puc. 4. Makponpenapam cepoua; noanoe 3ameuieHue
6cell MoNU{UHBL CIMEHKU RPABO20 HCETYOOUKA HCUPOBOT
mKauwio.

HUS» JKUPOBOW TKaHU U (prubpo3a, Gosiee BEIpaKEHHBIE B
nepeaneit crenke I[TXK (puc. 6).

B nestom ¢puOpo3 1 IMoMaros JI0KaaIu30BalIcs TOIBKO
B niepeaHeit crenke IDK y 15 ymepmux u3 18. Tonuna Mu-
okapza [IDK Obu1a HepaBHOMEpPHOI: Y4acTKH ¢ HOPMaJIbHOW
TOJIIIMHOM cTeHKH (110 0,4 CM) COYCTAHCH C YUACTKAMHU HC-
ToHueHHOro mMuokapaa o 0,05-0,1 cm, mpocBeYnBaroIIETro
Ha CBET. YUacTKH HCTOHYEHHUS (POPMHUPOBAINCH B 30HAX BbI-
XOJIHOTO MJIM TIPUTOYHOTO OT/EINIOB, PEXe - B 00IacTH Bep-
Xymku. B 3 ciyuasx ObUI0 OTMEUYEHO IIporpeccupyromiee
pacnpoctpanenue Gpudpo3a u TMIoMaro3a Ha 3aJIHIOI0 1 060-
koByto cteHkH [IDK ¢ BbIpa)KeHHBIM HCTOHYEHHEM MHOKap-
na [DK Ha BceM npoTsKeHHH M, COOTBETCTBEHHO, BHIPaXKEH-
Hoii nmunarauuedt IDK. PacnipocTpaneHue naTonoruueckoro
nporiecca (renepanu3anusi) 3a npezaeisl [DK BeisiBieHo y 7
yMepIux. Y 4eTBephIX U3 HUX (PHOPO3 ¥ JIMIIOMATO3 BBISB-
Jsuicst B oonactu 3aaHeit crenku JOK, y nBoux - B odnactu
3aaneit crenkn JOK u MIKII, npu sTom nonocts JOK Obuia
HECKOJIbKO paciivpena. Eie y ogHoro 26-1eTHero My>X4u-
HBI [IOMUMO 3TOT'0 ONPENEIISICS JIUIIOMAaTo3 B MUOKap/Ie Jie-
BOTO U MPABOT0 MPeCePAUN.

B pamkax HacTosiiero ucciaenoBanus cepaua 13 us
18 ymepmux ¢ auarnozom AKJIITDK no nanusIM narosuoro-
aHATOMHUYECKOTO MCClieoBaHMs ObUIH moBepruyTsl MPT

Puc. 5. Illonnoe 3ameuwyenue cmenku npagozo
HCETIYOOUKA HCUPOBBIMU KIIEMKAMU; OKPACKA
2emomoxcununom u r03unom X 50.

F

Puc. 6. Makponpenapam cepoua; xaomuuHsle
«BKpanienusny Hcupoeou u puépo3noit mKanu 6
nepeoHeil cmenKe nPagozo HeeiyoouKa.
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C LIe/bIO OLIEHKU TMarHOCTUYECKOM IeHHOCTH MeToaa. B 9
Clly4asix u3 3THX 13 BBISABISUTUCH 30HBI TUIIEPUHTEHCHBHO-
ro MarHuTHO-pe3oHaHcHoro curnaigaa T1, T2 BU, FLAIR
HUIT u runountencuBHoro curHana Ha T1 BU FAT SAT
B crenkax IDK u B MXII (cooTBeTcTBYyIOIIME ydacTKaM
JKUPOBOHM TKaHM), YETKO COBIMAJAIONIME IO JIOKAINU3alUU
C y4JacTKaMH JIMIIOMaTO3a Ha Makpo- M MUKpOIIpenapare.
OnHako B X0/i¢ OCTaJbHBIX 4 HCCIEOBaHUI MO JaHHBIM
MPT muokapnuaibHble U3MEHEHUS HE BBISBISIIUCH. DTO
ObUIM MMEHHO T€ HEOOBIYHBIC CIIyYau MPEIIoJiaraeMoi
AKJIDK, xoTopble, KaKk ONUCAHO BbIIIE, OTIUYAIUCH OT
MIPOYHMX HEOOBIYHBIM XapaKTEPOM U PacIONIOKEHUEM ydac-
TKOB 3amenieHus muokapaa 1K ¢ubpo3Hoit u xupoBoit
TKaHblo. OHU TIPEJCTaBISUIN COOOM HE «KIIACCHYECKHE»
KpYIHbIe, KaK IPaBUIIO, XOPOLIO BHIMMBIC BH3YyaJbHO
30HBI )KUPOBOI ¥ HPHOPO3HOI TKAHU, pacIpOCTpaHsIOIINe-
Cs1 OT CyOdITUKapINATIbHBIX CII0EB K DHIOKap/Ly, @ MHOXKEC-
TBEHHBIC MEJIKHE YYaCTKH JIMIoMaro3a u Gpudposa, uMero-
mue pasmepsl 10 1 MM u pacnionaratoryecst 1upQy3Ho B
nepenneit crenke T1K.

Heo0xonumo 0TMETUTh, 4TO Y OOJIBINION YaCTH YMEp-
mux Hapsiny ¢ nposienennsimu AKJTDK (BpoxieHHBIME)
OBUTH TAaKXKE€ BBISBICHBI MOP(OIOTHUECKIE MapKephl MPH-
00peTEeHHOI NMaToJIOrMu MHOKap/a, B YaCTHOCTH MUOKap-
qaura (y 6 u3 18), coeanHUTENFHOTKAHHOM quctuiaszu (y 5
n3 18) n ankoromusma (y 4 u3 18). Jlnarnosz muokapaura
ycraHasiuBaiicsi B cootBercTBiM ¢ Marburg Classification
[26] ¢ xomm4ecTBeHHOMN OIEHKOHM KJIeTOK. [IJisi ATOro BbI-
MOJIHSJIOCh UMMYHOTHCTOXMMHUYECKOE HccienoBaHue. B
pe3yabrare XpOHUYECKUH MHMOKApIUT ObLI JIMarHOCTH-
poBaH y 4 yMepIINX MYXYHH, [IPUYEM y TPOMX U3 HUX
ocTtarouHasi Tuiomanas, HeusmeHeHHbIX KMII okazanachk
menbiie 30%. OauH U3 HUX CTpajal repOMHOBOM HAapKO-
MaHHeH, JBOE 3JI0yHOoTpeOIIsuIn aJKOroJieM, y OJHOTrO He
OBUIO BpEIHBIX NMPHUBBIUCK. B OIHOM cilydae MHUOKapIuT
okazaics 1uddy3HbIM TUM(OIUTAPHBIM, B JIBYX - 04aro-
BBIM JIMM(OLUTAPHBIM, €Ille B OAHOM - AU(PPY3HBIM JIUM-
(oumurapHo-MakpodaraiabHbIM. Y JABYX MOJIOBIX )KSHITHH
ObUT JAMAarHOCTUPOBAH AaKTUBHBIM MHOKapAuT (B 000MX
Cilydasix Tiolajas ocrarouHoro komuuecrsa KMI] cocra-
Buta Menee 20%). [Tpu aTom y xeHimHb! 34 et 6e3 Bpen-
HBIX NPHUBBIYEK, NEPEHECIICH HaKaHyHE CMEPTH OCTPYIO
peCIUpaTopHyI0 BUPYCHYIO HMHQEKIHIO C JUITMTEIbHBIM
CcyO0(eOpUINTETOM, MUOKAPIUT OKa3ayics JTUM(GOIIUTAPHO-
903MHOMWIBHBIM, Y JEBYIIKHA-CIIOPTCMEHKH 21 roja, He
MIPEABSBISBILCH HUKAKHUX jka100, MHOKApIUT ObUI C JINM-
(douuTapHBIM IPeoOIIaTaHuEM KIICTOK.

B 5 cnywasx u3 18 (4 MmyxuuH; 1 )xeHIMHA), HAPSLY
¢ AKIIDXK, Obum oOHapy>KeHbI TPOSIBICHUS JUCIIIA3UU
COC/IMHMUTENILHOI TKaHU. Y JIBYX MYXXYHMH K 3THUM IPOSIB-
JICHUSIM OBUT OTHECEH IpOJIAlic MUTPAIBHOTO KJalaHa ¢
MEXXOPJAJIbHBIMU KalFOLIIOHAMH (OJIMH U3 yMEPLINX UMEIT
Map(haHOUHbIH (PEHOTHI: aCTEHHYECKOE TEJOCIOKEHHUE,
KWIEBUIHYIO nedopMaruio rpyHOil KJIETKH, apaxHOJaK-
THIIUIO, CKOJIMOTHYECKYIO Je(OpMaIMIO MO3BOHOYHHKA).
VY 0IHOTO MY>KYMHBI, CTPAJAIOIIEr0 HapKOMaHHUEH, ObLIN
BBISIBJICHBI (DEHECTpHI aOpTAJLHOTO KJiarmaHa. Y JBOMX
(1 myxumna, 1 >keHIIMHA) OBUIO OOHAPYKEHO OTKPBITOE
OBAJIbHOE OKHO MEXIPEICEPIHON MEePErOpPOIKH.

VYuuTeiBas HaIMUUE y 4 yMepIInuX aHaMHe3a 3J10yIo-
Tpebienus ankoroneM, nuddepeHnnanbHas 1MarHocTHKa
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mexay AKJIDK u ankoronsuoit KMIT npoBoauiace oco-
OEHHO THIATEeNIbHO. Y BCEX YETBEPHIX 3JI0YNOTPEOIISIOIINX
AJIKOTOJIEM YMEpPIIMX MOJIOJBIX JIFOZEH T'MCTOJIOTHYECKHE
u mMopdpomerpuueckue kputepun AKJIIDK He BbI3bIBaIH
COMHEHHUs (OCTarouyHasi IUIOIa]b HeuzMeHeHHbIx KMI]
obuta menee 50%). B To jxe BpeMsi y JBOMX M3 HUX HMe-
JIMCh TaK)Ke NPU3HAKH TOKCHUYECKOTO MOPAKEHHS IEUCHH 1
TIO/KETYJOYHOH JKeJIe3bl KaK sSIBHbIE CBUICTEIbCTBA HAJIH-
YHs QJIKOTOJIbHOM Oosie3Hu. Cienyer, BIpo4eM, OTMETUTD,
yro Mopdpomerpudeckue kpurepun AK/IIDK paspabora-
HBI JUUIs1 OMOTICUY, UX NPUHATO PAacCMaTpPHUBaTh JIMIIb Kak
KOMIIOHCHT JIMarHOCTHKH 3a0oyicBaHus. Takum o0Opaszom,
SKCTPANOISIMS ATUX KPUTEPHEB HAa MaTepHasl ayTOICHU
SIBJISIETCSI U3BECTHBIM JIOITYIIIEHUEM.

B kauecTBe oTAENBbHON 3aa4M HACTOSAIIETO HUCCIIEe-
JIOBAHMSI MBI PaCCMaTpPUBAJIM JCTANIbHBIM aHAJIU3 AaHHBIX
katamHe3a ymepumx ¢ AK/IIDK. JIng storo uccnenosa-
JIMCh MPOTOKOJIBI YYACTKOBBIX TTOJIUIIEHCKHX, TIPOBOAMICS
AQHKETHUPOBAHHBIA ONPOC POJCTBEHHUKOB W/WMJIM CBUETE-
neii cmeptr. Ocoboe BHUMaHUE PHJIABATIOCH 00CTOSATEIb-
CTBaM CMEPTH, YKa3aHUSIM Ha HAIWYUE MTPEALICCTBYIOIINX
CHHKOIAJIBHBIX COCTOSIHUM WJIM KakuxX-JIMOO apuTMui, a
TaKXKe MEePeHEeCEHHBIX 3a00JeBaHul y caMuX MpoOaH0B
U X OJM3KUX POACTBEHHUKOB, a TAK)Ke 00pa3y >KU3HHU (B
TOM YHCJI€ BPEIHBIM ITPUBBIYKAM) YMEPIIHX.

[Ipn ananmse OOCTOSATENBCTB CMEPTH OBUIO yCTa-
HOBJICHO cienymouee. B 6 ciyuasx u3 18 cBunereneit He
Obu10: yMepIne OblI 00HAapY)KeHbI He T03/1Hee 24 4acoB
OT MOMEHTA, KOTJla MX B MOCJICAHUI pa3 BUAEIH B )KUBBIX.
Ciydan cMepTH BO CHE B TOH IpyIIe MOTUOLINX OTCYT-
ctBoBaiy. B 11 ciyuasix jeTanbHbBIM MCXOA HACTYNHI B
MIPUCYTCTBUH CBUJIETENEH, B IOKOE MK Ha (hoHE OBITOBOM
Harpy3KH, IpuYeM MTHOBEHHO, 32 HECKOJIBbKO MUHYT. Ero
caMoe 4acToe ONMCaHNE: «3aXPUIIEI, a1 yMep». SIBHBIX
CTPECCOPHBIX (PAKTOPOB, CIIPOBOLIMPOBABILUX CMEPTh, BbI-
SIBUTH HE yaIoch. Bo Bpemst akcTpeMalibHOM (hr3nyecKon
Harpy3KH OHa IPOU30IILIA JIUIIb B OJJHOM ClIydae.

[ToGecenoBarh U MPOBECTH aHKETHPOBAHHBIN OMPOC
yaanoch ¢ poactBeHHuKkaMu 14 ymepmumx us 18. Ilarepo
MOJIOJIBIX JIFOZIeH OBLIH, CO CJIOB POJCTBEHHUKOB, a0COJIIOT-
HO 3/10POBBI ¥ HUKAKUX )KaJ00 HE MPEbsBISIIN, TPOE U3
HUX aKTHBHO 3aHMMAJIUCh CIIOPTOM (TPEHHPOBKHU HE pexe
3 pa3 B Heneln). Y 4eTBEPBIX UMENUCh AHU30/bl CHHKO-
MaJIBHBIX COCTOSIHUM, MPUYEM JIBO€ M3 HUX (MyX4uHa 28
ner u xeHmuHa 20 siet) HaOMoganich y AMWISNTOI0ra U
JUINTEIBHO MPUHUMAJIN TPOTHBOSITHIICIITUYECKUE TTperna-
parbl ((henobapOuTan, kapbamazenuH, aMUTPHIITHIHMH).
O0e cMepTH HACTYNWIN MTHOBEHHO, BHE SIHJICTITHYECKO-
ro npucrtyna. Pazinn4Hele HapyIIeHHs pUTMa Cep/la, Jalie
BCErO AIU30/bl YUYAIIEHHOTO cep/leOneHus 1 nepedou B
pabote cepjia mpu Ku3HH Occrokowmr 4 ymepiux. Y
OJIHOTO W3 HUX B IOJPOCTKOBOM BO3pacTe Oblja MpoBe/e-
Ha KareTepHasl paJuo4yacToTHas abnanus 110 MOBOAY Ma-
POKCH3MAJIBHON PElUIPOKHON AB-y3110Boi (THITUYHO¥)
taxukapauu. Ha ¢one yuamienHoro cepaueOneHus oJuH
13 BBILICTICPEYHNCICHHBIX OTMeYall Takke 001 B obnacTu
cepaua. OgHa Mononas KEHIIMHA He3a0Iro 10 CMEepTH
MepeHecIa, KaKk yKe YyIOMHHAIOCh, OCTPYIO pecuparop-
HYIO BUPYCHYIO MH(EKIMIO, MMella JUINTEIbHBIN cyodeo-
puuteT. Hu y xoro u3 ymepumx npruxusHenHo AKJITDK
He ObLIa TUarHOCTUPOBAHA.
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HWcxons U3 TaHHBIX OMPOCa POICTBEHHUKOB, YETBEPO
YMEpIIUX 3JI0YNOTPEOISIIN IKOTOJIeM, IISTEPO YIoTpeo-
JSUTH HAPKOTUKH (M3 HUX TPOE [UTUTENIBHO METAJIOH, IBOC
- TEPOHUH, a OJIMH M3 HUX HEPEIKO YIMOTPEOISsLT pa3IndHbIe
AHTHJICTIPECCAHTBl U TPAHKBUIIU3ATOPBI). OTATOIICHHBII
HACJIC/ICTBEHHBIII aHAMHE3 M0 BHE3AITHON CMEPTH B MOJIO-
JIOM BO3pacTe ObLI BBISBICH B CEMbSIX 2 YMEPIIHX.

OBCYXKJIEHHUE IMOJYYEHHBIX
PE3YJIBTATOB

Panee [1] MBI y)ke oOparmainy BHUMaHWE Ha BeChbMa
BbICOKYIO BecTpeuaemocTb AK/IIDK cpenu criomHoii Bel-
OOpKM BHE3AITHO yMEPIINX HEHACWJILCTBEHHOH CMEpThIO
Momoapix Joneit B Cankt-IletepOypre. ToT maTonoroaHa-
TOMHYECKHI TnarHo3 ObUT ocTaBieH B 18 n3 128 cimyuaes
aytoricuii (14,1%). Xorenocs Obl eme pa3 MOXIEPKHYTD,
YTO NMPH MOCTAaHOBKE JHArHO3a MBI CTPOTO MPHJIEPKNBa-
JMCH OOLIETIPUHSTHIX THCTOMOP()OMETPHUIECKIX KOIHYIeC-
TBeHHBbIX KpuTepueB Hanmnuuss AKIIDK, nmpennoxeHHbIX
F.I.Marcus et al. [28], B 0CHOBY KOTOpPBIX OBLT TOJOKEH
TIPUHIINI TTOJICYETA OCTATOYHOTO KOJIMYECTBA HE BOBJICUCH-
HbIX B narosiornyeckuil npouecc KML. HanomuuMm, yto
xapakTtepubsiM 1t AKIATDK sBnsercs Hanmume atpopun
MHOKapna U GUOPO3HO-KHPOBOTO 3aMEIICHHUS, a OCTATOU-
HOE KOJIMYECTBO HE BOBJIeUeHHbIX B pouecc KMI menee
geM 60% JOMKHO OBITH PACLICHEHO KaK «OO0JBIIOI» KpHTe-
puii 3aboneBaHms, TOTIA KaK UX KomnaecTBo 60-75% sBits-
eTcs «MaJbIM) TUarHOCTHIECKNM KpuTeprueM. [1o TaHHbIM
C.Basso et al. [12] mpu ocTaTO9HOM KOTHYECTBE MHOKAp-
ma <59% d4yBCTBUTENBHOCTh MeToa cocTaBisieT 80%, a
cnenuuaHOCTH - 95%. B Hamewm nccienoBannu Bce 18
YMEpIIHX UMeTn «OOJNBIIoi» (IOCTOBEPHEIH) THCTOMOP-
tdomerprueckmit kputepuit AKJAIDK, B Tom umcne 31mo-
ynotpeOstomue ankoroneM. [Ipu 3ToM yIuTBIBaIOCh, 9TO
cama 1o cebe xxupoBast nHpuIsTpanusa [DK He canTtaercs
JocTtaTouHbIM Mopdomorndecknm mpm3Hakom AKJIDK,
TaK KaK MepeMEHHOE KOJIMYECTBO KUPOBOW TKAHH B DITH-
KapHaJdbHOM CJIO€ M B MHOKapJe IeperHe-00KOBOH
anukanpHON obmacteit [IDK MoXxeT mpuCyTCTBOBATh IMpH
Pa3INYHBIX JPYTHX HaTOJIOTHAX MHOKap/a (aJIKOTOIBHOM,
JMJIaTallMOHHOMN, THIEPTPOMUUECKON U 1aXKe PECTPUKTHB-
ot KMII, mocTiH(papKTHOM W MHOKapIUTHYECKOM Kap-
JIMOCKIIEPO3€e, CaXapHOM AnadeTe, OKUPEHUH, a TAKXKe MIPU
cTapueckort arpodun cepana) [37]. HeoOxomumo y4IHUTHI-
BaThb, YTO HAMH HCIIOIB30BaH MOP(HOMETPHUECCKUN KPHUTE-
puit AKJIIDK, mpemmoxXeHHBIH U1 aHaTn3a Pe3yIbTaToB
omonicun, a He aytoncuu. OTHAKO TaKas SKCTPATOJISIIHS
MIPEACTABISIETCS BIIOJTHE KOPPEKTHOM.

B namem wuccnenoBanuu Berpedaemoctb AK/IDK
0Ka3aJI0Ch HECKOJIBKO BBIIIE, YEM B psifie aMEPUKaHCKHUX,
eBPONCHCKUX W MHIUHCKUX mccnemoBanmii [23, 33, 40],
HO HIDKE, YeM B CEPHH HTaJbIHCKUX MyOnmmkanuii [19,
38]. MOXHO MPEINONIOKUTh, YTO TaKHE CTaTHCTUICCKHE
pasmmuns Berpedaemoctn AKATDK 0OBSCHSIOTCS MeTo-
JMYECKIMH 0COOCHHOCTSIMH MTPOBEJCHNUS ayTOIICHH, TIIa-
TENBHOCTBIO €€ TPOBEICHMS, «IIPUIETBHOCTHIO» 3a0opa
rucronormaeckoro Marepuana. C.Basso et al. B cBoeit He-
nmaBHel myOmukammu [11], yTBepKmaroT, 94To (EHOTHITH-
geckuii ciektp AKJITK ropasmo mmpe, ueM CIUTaIOCh
paHee, aKIEHTHPYS] BHUMaHNE HA BA)KHOCTH MPAaBUILHOTO
0TOOpa THCTONOTHYCCKUX MPo0 Kak (paKkTopa AMArHOCTH-
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YeCKOH IIeHHOCTH, U HaCTauBaIOT Ha B3STHMM TUCTOJIOTH-
4EeCKOro MaTepualla UMEHHO U3 HeCKOoNbKHX ydacTkoB IDK,
IIPEXk/Ie BCEro B MPOEKIUU «TPEYTroJIbHUKA JUCTIIA3UI», a
tarke u3 JDK, moguepkuBas TIIATEIBbHOCTh T'MCTONOTHU-
YEeCKOIr0 MCCIIeIOBAaHMs C 00s3aTeJIbHON KOJIMYECTBEHHOU
OLIGHKON IUIOIIAAY HE BOBJICUEHHBIX B MATOJOTMYECKHIH
npouecc KMLI, ¢pubpo3a u nurnomarosa.

[Ipunsaro cumrars, 4yro mporecc aectpykuuu DK
Yale BCEro PAacHpOCTPaHSETCs B HAIPABICHUM OT dSIU-
KapJMaJIbHBIX CI0EB MHOKap/a K dHJI0KapauanbHbM [11].
[eiictButenbHo, B 14 u3 18 ciny4yaeB Hamicil BEBIOOPKU OH
ObUT OPUEHTHPOBAH UMEHHO TakuM obpa3zom. [Ipu aTom B 7
Cllyyasix mopakajioch 0oJee IoJIOBUHBI TOIIIMHBI CBOOOI-
Holi crenku [DK, a eme y 7 ymepIiux B MaTonorndeckui
nporecc OblUTa BOBJIEYEHA IPAKTUYECKU BCS €ro CTEHKA.
OpHako B OCTaBIIMXCS 4 CIydasX «KJIACCHYECKOTo» pac-
MIPOCTPAHEHMs] MATOJOTHUECKOro IMpolecca OT dMUKapaa
K DHJIOKap/y BBISBICHO HE OBLJIO: MBI OOHApPYXWJIM MHO-
JKECTBEHHBIC JU((Y3HbIE XaOTUYHBIC BKpAIICHUS O4a-
roB JMnomarosa 1 Gpudposa, Gosee BbIpaKCHHBIE B Iepe-
nmHelt crenke [1DK, Oe3 uerkoit HampasieHHocTH. Oco00
MOJYEPKHEM TIPU 3TOM HaJHM4HUe y BCEX ATUX 4 ymepIuux
OIMCAHHBIX BBINIE JIOCTOBEPHBIX T'MCTOMOpP(HOMETpHYEC-
kux kputepues AKIIDK. Bo3M0xHO, MBI CTOJIKHYJIHCH C
0COOCHHBIM, aTUITMYHBIM BapHAHTOM 3a00J1eBaHMs, TPeOy-
I0IIMM, 0€3yCI0BHO, alIbHEHILEr0 H3yUeHHSI.

IIpu anammze MPT mnpemaparoB cepaia ObUIO yc-
TAHOBJICHO, YTO B 9 ciywasx «kiaccudeckoity AKJIDK
pesynsTatel MPT MOTHOCTBIO KOPPETUPOBATIN C JaHHBI-
MU T1aTOJIOTOAHATOMUYECKOTO MCCIIEOBAaHUS: BCEM ITHM
YMEpILIMM JIMarHO3 MOT OBITh IOCTaBJIEH IpU KU3HU. B
TO ke BpeMs HU B onHOM u3 4 ciyuaeB AKJIIDK ¢ mHO-
JKECTBEHHBIM AP Y3HBIM XaOTHYHBIM MEJIKOOYaroBbIM
ymurnomaro3oMm u pudposom nanusie MPT He monTBepau-
JIM MarHo3a, 4To JejaeT HEBO3MOXKHOI ¢ MOMOIIBIO 3TO-
ro MeTojla NPUKU3HEHHYIO JUarHOCTUKY 3a00JIeBaHMUSL.
[IpencrapnsieTcs OUEBUAHBIM, YTO TAKOH PaclpoOCTPaHEH-
HBII METOJ TIOCTAHOBKH JIMarHo3a, Kak OMOIICHsI MHOKap-
Jla, TOXKE BPSIZL JIM OKKETCS MOJIE3HBIM TPH 3ToH (opme
AKJITXK. Ocraercs coxaneTb, YT0 MOJICKYISIPHO-T€HETU-
YecKre MCCIIEA0BaHUs OKa3alnch B HAcTOsIIEH padore 3a
paMKaMHM HallluX BO3MOKHOCTEH.

Hecmotpst Ha TO, 4YTO OCHOBOM JMAarHOCTHKHU
AKJIITX sBisi10ch rHCTOMOPGOMETPUICCKOE HCCIICI0BA-
HHE, IPEIIOIOKEHUE 0 BO3MOKHOCTH 3TOT0 3a00J1eBaHMs
MOIIO OBITH BBICKA3aHO YK€ Ha 3Tare MaKpOCKOIHYECKO-
ro uccienoBanus cepaua. IIpu ocMmorpe makponpenapa-
Ta MOXHO ObUIO yBUeTh, uTo [IDK BO BCex cirywasx Obul
paciupeH, UMENIUCh yYyacTKH MCTOHYEHHUS CTEHOK. IIpu
3TOM HOpMaTHBHBIE nokazarenu JIXK Obliin yatie Bcero co-
XpaHeHsl (kpoMe 7 cilydaeB reHepaau3aluu 3a00eBaHus,
ONMUCaHHBIX HIKE). Kak KOCBEHHBIN NPU3HAK pacIINpPEHUs
ITK MoxHO OBIIIO paccMaTpuBarh yBEJIHYCHUE IEPUMETPa
(hnOpo3HOTO KOJIbIIA TPUKYCIIUAAIBHOTO KitarnaHa. Tommm-
Ha Muokapaa I1DK game Obiia HepaBHOMEPHOI: HMEIHCh
Y4acTKU ¢ HOPMAaJIbHOM TOJILIMHOM CTEHKHU, COYETaroIIMe-
csl ¢ yJyacTKaMH MCTOHYEHHs1 MUoKap/a. Jlokanusanus uc-
ToHUYeHHBIX ydacTkoB [IDK cooTBeTcTBOBaNA, KaK MPaBUIIO,
30HE TPEYroJbHUKA AUCIUIA3UU, HEOJHOKPAaTHO OINUCAaH-
HOW B nuTepatype [22]: obnactu BeixogHoro TpakTa 1K,
CyOTpHKYyCIIHJIAJIHOIM 30HE W, pexe, BepxyureuHod. Kax
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m3BectHo, munaranus [1K y 6ompabix AKJIIDK crsizana
HE C Neperpy3Koii 00beMOM HMIIH JIaBJICHUEM, KaK TIPH MHO-
TUX JpyTuX 3a00JI€BaHUAX CEPALIA, a C IPOrPECCUPYIOLIUM
3amernennemM Muokapaa I1DK sxuposoii n ¢pudposHoi Tka-
HBI0, 00yCJIOBJICHHBIM I'€HETHYECKH JIETePMUHUPOBAHHBIM
HapylIEHHEM IIeTOCTHOCTH AECMOCOM.

Cunraercsi, 4YTO HEJIOCTATOK OeJIKa MJIM BCTpanBaHHE
TEHETHYECKH HM3MEHEHHOro Oejika B CEpJCYHBbIC JIECMO-
COMBI MOXET BbI3bIBaTh HapyueHue crennenus KMI] Bo
BCTaBOYHBIX JIMCKaX, OCOOCHHO B YCJIOBHSIX MEXaHHYEC-
Koro cTpecca (4To Habmonaercst pu GU3MIECKUX HArpys3-
Kax), MPHUBOIIICEC K IMPOrPECCUPYIONICH JereHepauu
KMII n ux rubenu ¢ nocieayronmm GpuOpo3HO-KUPOBBIM
3amernenuem [34]. DTa rumnore3a 0OBSICHICT BOBIICUCHUE
B narosornueckuii npouecc npu AK/IITK raBubiM 00pa-
30M TOHKOCTEHHBIX cTpykTyp DK, ocobeHHO B 30HE Me-
XaHMUYECKOT0 HAPSDKEHUS («TPEYTOJIbHUK AUCIIA3HN), a
IIpY TeHEepaJIM3alUK Npolecca - 3aHe-00KOBBIX OT/IENIOB
JDK, xoTopble TaKkxe CTpyKTypHO Oosee ys3BUMbI. MIMeH-
HO B 3TUX 00JIACTSIX TUCILIA3US IPUBOAUT K BEIPAKEHHOMY
HCTOHYEHUIO CTEHKH U - 4aCTO - K 00Pa30BaHUIO aHEBPHU3M
C XapakKTepHOW Jokanu3anueil. Takue aHeBPU3MBI ObLIH
OOHapy’KEeHBI y 7 yMEPILUX.

Kak yxe ynmoMuHaioch BbIIIE, B HAYYHBIX HCCIEI0-
BaHMSIX BCE Yallle TOSIBIISIFOTCSI COOOIIEHNsI O OMBEHTPHKY-
JISIPHOM Wi JieBostoMuHupytomen ¢popmax AKJITK [9].
D.Corrado et al. yxxe B 1997 [18] ormeuasu, yto 6oee yem
y TIOJIOBUHBI OOJIBHBIX C 3TOW MAaTOJIOTHEH MPHUCYTCTBYET
nopaxenue JDK, yamie orpannunBaromieecs HeOOIbIIUM
CyOPTIMKapAHaIbHBIM YYaCTKOM B 33JHEOOKOBOH CTEHKE
JKEJTyll0ouKa, TOJAbKO B PEIKHUX CIydasx HMeEIollee BbIpa-
JKEHHBII Xapakrep ¢ (pOpMHPOBaHMEM €ro JAMJaTaluy |,
Tem Oosiee, aHeBpU3MBI. VHOIA BCTpedaeTcst U Mpeumy-
mectBeHHoe Tnopaxkenue JIXK [35], kotopoe cBs3BIBAIOT
¢ nedektom reHa gecMoruiaknHa. CoBCeM PEIKo MaTolio-
THUYECKUH MPOLEecC MOXKET pacnpocTpaHarscss Ha MOKII.
I'enepanu3zanuio npouecca acCOLUUPYIOT C IIOXUM IPO-
rHo3oM 3aboneBanus [18]. B Hamiem uccienoBaHuu pac-
MIpOCTpaHeHHe TarToyioruyeckoro mnpouecca Ha JIXK 6bu10
BBISIBJICHO B TeX 7 CIydasix, IJIe B ITpoLecc Obljla BOBJICUEHA
npaxkTudecku Best TonmHaa Muokapaa IDK. Tlpu stom y 2
yMepLIKX JIuroMaro3 u pudpos 3arponyin taxxe MIKII, a B
OJTHOM CJIy4ae - MHOKap/]{ JIEBOTO U MPABOIo MPeJCepAnit.

BeccriopHO, 0AHUM U3 CaMBIX HHTEPECHBIX U BaYKHBIX
BOMPOCOB Tipu 00cyxkaenun ocodennocreit AKJIITK se-
JII€TCsI BO3MOXKHOCTB COUETaHMs 3TON MATONIOTUH C IPYTHU-
MU 3200JI€BaHHUSIMU CEP/LIA, a TAKXKE C HEKOTOPBIMH T1aTO-
JIOTHYECKUMHU COCTOSHUSIMHU, CJIEACTBUEM KOTOPBIX MOXKET
OBbITh, B TOM 4YHUCIIC M MOBPEXKJICHUE CEPICYHON MBIIILIBI.
Crnenyer HANOMHUTb, 4YTO, HAIpuMep, NEPEHECEHHBIH
MUOKApJAUT JUIUTEIBHOE BPEMsl CUMTAICd OCHOBHOMU MpH-
ynHOi (popmupoBanus AKJIDK: ¢ubposHo-KHpOBYIO
MHQUIBTPAIMIO pacCMaTPUBAIIN KaK Pe3yJIbTaT ero 3aKuB-
nenusi. OCTaBisis 32 paMKaMH HACTOSIIETr0 OOCYKICHHS
BONPOC O NMPHUUYUHHO-CIEICTBEHHON B3aMMOCBSA3H MEXKILY
muokapautom u AKJIIDK, crnenyer koHcratupoBarh, 4To
THCTOJIOTMUYECKUE U3MEHEHNUS, XapaKTepHbIE JJIs1 BOCIaIU-
TENBHON MHQWIBTPALNY, JEHCTBUTEIBLHO SIBISIOTCS Yac-
toit Haxoakoil npu AKJIITK [16]. OtmMeTum Bce xe, 4ToO
OOJIBIIMHCTBO aBTOPOB CKJIOHSETCS K TOMY, YTO MUOKapHUT
MOSBIISIETCA BTOPUYHO, B CBSI3U C U3MEHEHUEM BOCIPUUM-
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yuocty Muokapaa [IK k undexnusm. [Tonaratot, uro mno-
BBIIICHHON 4yBCTBUTEIBHOCTH K BHUpycam npu AKJIITDK
CHOCOOCTBYIOT TEHETHUYECKH OOYyCJIOBIICHHBIE Je(EKThI
penentopoB KMII u nedekte ummynuteTa [11]. B meiaom
psiie uccienoBanuii [5, 6, 16] Obula MPOAEMOHCTPHPOBA-
Ha uHQUIMPOBaHHOCTH BUpycamMu KMI] Bcex OOIBHBIX €
AKJIITX naxe Torma, Korja MUOKapauT HE ObUT 0OHAPY-
skeH. [Ipu 5ToM B OOJNBIIMHCTBE CIIy4yaeB BBISABISUIOCH CO-
yeTaHne MH(PEKIIMOHHBIX areHTOB - YHTEPOBUPYCOB C Tap-
BoBUpycoM B19, anenoBupycom u Bupycom remnarura C.
Psip aBTOpOB cuMTAET, UTO BBISBIEHUE AHTUTCHOB BUPYCOB
B KMII cBumeTenbCTByeT 00 MX MEPCUCTHPOBAHUH TIOCIC
MePEeHECEeHHOro MUoKapauTa. [1o uX MHEHUIO, IPUCYTCTBHE
KapauoTponssix BupycoB B KMII u cocynax muokapaa y
Bcex OonbHBIX AK/IIDK, a Taxke OoJblias IIomas mo-
pakeHHsI MHOKapJa MO3BOJIAET MPEANONOKHUTh, YTO Hep-
CUCTHPYIOIasi BUPYCHasi HH(EKIUS SBISICTCS TPUITEPOM
nporpeccupoBanus 3a0oneBanus [5]. DTa Touka 3peHHS
MOATBEPXKIACTCA pe3yabTaTaMU HAIIEro MUCCIIeI0BaHUs, B
KOTOPOM coueTaHnue He Bbi3biBatomieit comuennii AKJIITK
C TUCTOJOTMYECKUMHU HM3MEHEHUSMHU, XapaKTePHbIMU IS
MHOKap/inTa, ObIJIO BBISIBICHO B 6 CilydasiX, T.e. Y KaKJ10ro
TPETHETO yMEpIIEro. XoTesoch Obl MOAYEPKHYTh, YTO 3TO
ObUTH HauboJIee TsKeTbIe cliydan 3a0oneBanus. 13 4 ciy-
yaes couetanust AKJITIK ¢ XxpoHHueckuM MHOKapAUTOM B
Tpex ocrarounas ruomans KMII cocraBuna menee 30%,
13 2 ciIy4aeB COYETAHUS C AKTUBHBIM MHOKApIUTOM OCTa-
TouHas turomaas KMI] 6bu1a Menee 20%.

Emie ogHo¥M rpynmnoi maToigoruuecKuX COCTOSHUM,
KOTOpbI€ BEChbMa YacTO BBISBISLUIUCH MIPU ayTOTICHHU B CO-
yetanuu ¢ AKITK, okazanuch pa3nuyHble BApHAHTHI JHC-
TUIA3UH COCIMHNTENbHOM TKaHH. OHM ObLIM OOHAPYKEHBI
y 5 ymepuux. Ilpu stom y nBoux auarnoctupoan [IMK
C MEXXOPJAJbHBIMU KaIllOIIOHAMU (OIMH W3 HUX HMEI
MapdaHOUIHBIN (EHOTHUI), Y OIHOTO BBISIBJICHBI (DEHECT-
PBI 20PTAJBHOTO KJIaNaHa, elle y JBOUX OOHApy»XEHO OT-
KPBITOE OBaJbHOE OKHO MEXIIPEICEPAHON MeperopoaxH,
KOTOpoe cornacHo Paboueil kinaccudukaum MajbX aHo-
Manuil cepia MOXHO TaKKe PACHEHUTh KaK MPOsBICHHE
CHUHJpOMA COENMHUTENbHOTKAaHHOW aucmazuu [2]. Cie-
JlyeT OTMETUTh, YTO B JUTEpaType UMEIOTCS YIIOMUHAHUS
o coueranun AKIDK u coenmmHUTENIbHOTKAHHBIX JTUCILIA-
3uil. HekoTopble aBTOpBI CUMTAIOT, YTO AUCIUIA3US COETU-
HUTEJBHON TKaHU U, B YACTHOCTH, KJIAllaHHASI MaTOJIOTHs,
HE SBJISISICH HETTOCPEACTBEHHON MPUYMHOM HaJKETY109KO-
BBIX W JKCITYJOYKOBBIX apUTMHUI, MOXKET CIOCOOCTBOBATH
MX BO3HHUKHOBEHHIO B CHIIy CBOETO BIMSHHS Ha MHUOKap.
[3,7,8,17].

Kak yxe oTmeyasioch BBIIIE, JIUTIOMAro3, (puoOpos,
quctpodpuyeckne u3Menenust u arpodust KML] npucymm
kak AKJIIDK, tak u ankoroneHoit KMII. Takum o6pa-
30M, UX auddepeHranbHas AMarHoCTHKa JOIDKHA ObITh
mpoBesieHa 0CoOCHHO TiatenbHO [14]. TucTonornyeckue
W3MEHEHHs MUOKapJa Y 3JI0yNOTPEOISBIIMX aJIKOTOJeM
Bo MHOTOM cxojiHbl ¢ AK/ITDK u otinuarorces TOJIbKO BbI-
PaKEHHOHN NHUCTOHMEW MHTPaMypallbHbIX apTepuil U MpH-
Yy/UIUBBIMU KOHTYPAaMHU COCYZOB. 3aTpy[JHEHUS B pasrpa-
HUYEHHUH DTUX IMaTOJOTMUYECKUX COCTOSHUN BO3HUKAIOT B
MIEpBYIO O4Yepe/Ib TOINa, KOIja Mo JaHHBIM MOop(hoMeTpHn
ocrarounas miomaae KMII cocrasnser 6onee 60% (HO
MeHee 75%). B Takux cuTyarmsx 1enecooOpa3Ho, BHIU-
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MO, OLIEHUTb HaJM4Ke JOMOIHUTENIBHBIX NMPU3HAKOB XPO-
HUYECKOH aJIKOTOJIbHOM MHTOKCUKALUK (KUPOBOM renaros
WM TUPPO3 MEUSHHU, CKIIEPO3 U JIMIIOMATO3 MOAXKeTy10u-
HOM JKeJie3bl, CKIIEPO3 MATKUX MO3TOBBIX 000JI04YEK, HAU-
YyHhe CTapbIX MEPUBACKYJISPHBIX KPOBOU3IUSIHUN B TKaHU
TOJIOBHOTO MO3ra), a TaK)Ke OPHEHTHPOBATHCS HA Karam-
HECTUYECKHE JIaHHBIC O 3JI0yNOTPEOJCHUH aJKOToJieM U
ceMelHbI aHaMHe3 10 BHe3amHou cmepTu. Bripouem, kak
M0Ka3aHo B HaleM uccienoBanuu, Hanuune AKJTIK cos-
CeM He MCKJII0YaeT aJIKoTOJIbHON OOJIe3HH: YETBEPO yMep-
LIMX, 3JI0yNOTPEOJSIBIIMX AJIKOTOJIEM, UMENIN «OOJIBIION
OeccriopHblii rucToMOpdomerpudeckuil kpurepuit AKJI-
IDK. B Tex ciyyasix, Korja ocTaroyHas iouaab Heu3me-
HeHHbix KMI] Obuta Gonee 75% ¥ npu HAJTMYUY BBITICTIC-
PEUUCIICHHBIX JTOMOJHUTEIbHBIX IPU3HAKOB XPOHUUECKON
AJIKOTOJIBHOM MHTOKCHUKAI[UM, I1aTOJION0AaHAaTOMUYECKHH
nuarHo3 hopmynupoBaiics Kak ankoroibHas KMIT.

OTtnenbHOrO  OOCYKAEHHS TpeOyloT Te cliydau
AKJIDK, xorna ymepiiue ynorpeOisiii HapKOTHUECKHE
BellecTBa. TaKkOBBIX B HAIIEM UCCJIEAOBAaHUU OKa3alocCh 5
n3 18. MHOXKeCTBO JIeTaJIbHBIX MCXOJ0B CPE/H JIUL, CTpa-
JIAIOLIMX HapKOMaHHeH, OOBSCHSIOT TOKCHYHOCTBIO Hap-
KOTHKOB 0€3 TaJIbHEHUIINX TIOTBITOK OITPEAEIICHHS TOUHOTO
MexaHu3ma cmepth. Tak, mupoko oocyxaaercs mpoodiiema
KOKauH-UHyIIMPOBAaHHON HIeMuu Muokapaa [15], a tak-
e KokanHoBo KMII c¢ sipkoii rucrosoruueckoit kapTu-
HOU B BH/I€ MOHOHYKJICAPHBIX MH(WIBTPATOB, CBSI3aHHBIX
C JIereHepaTUBHBIMU U3MEHEHUSAMHU U HEKPO30M MUOLIUTOB
1 MHTepCcTUIHaIbHBIM (rbpo3om JIK, ¢ ncxonom B nuia-
taronHyro KMIT [31]. M3BecTHO, UTO ynoTpediIeHne Ko-
KauHa U psjia APYyruX HapKOTUKOB (HampuMep, METa0Ha)
MOXET CONpOBOXKIAaThCs yBenuueHueM QT-uHTepBana u
TEM CaMbIM CII0COOCTBOBATH BOSHUKHOBEHHUIO KU3HEOIAC-
HBIX JKETYJJOUYKOBBIX apuTMHi. OTMETUM, 4TO U3 ISATH 00-
CY)XKIaeMbIX YMEPILMX MOJIOJBIX JIIOfICi Tpoe yrnoTpeois-
JIM B TOM 4Hciie U MeTaJoH. Henb3q He BCIOMHUTD TaKke
0 TOM, uTO K yBenuueHutro QT-mHTepBana U aneKkTpudec-
KOW HeCTaOMIIBHOCTH MHOKap/Ja MOXXET HPUBOIUTH YIOT-
pebiieHue 1enoro psijga MelIukaMeHToB. B 2Toil ke cBsi3u
HEO0OXOAMMO OTMETHUTH TO, YTO JABOE IIOTUOLIMX C MATONO-
roanaromuueckuM auarsosom AK/IIDK npu sxu3Hu nme-
JIM TUarHO3 SMUJIENICUs U AJTUTEIbHOE BpeMs IPUHUMAIN
TaKue ncuxo(apMakoIOrHIecKue CpecTBa, Kak heHodap-
Ourai, kapbamasenuH, aMUTPHUITTHIIHH.

Wrak, mpencraBisieTcs COBEPLICHHO OYEBHUIHBIM,
yto cineactueM Hanuuust AKJITK kak TakoBoil siBisieTcst
BBICOKAsl BEPOSTHOCTH (JOPMHUPOBAHHMSI KM3HEOIIACHBIX JKe-
JIyIOYKOBBIX apuUTMul, kotopsle U npuBogsaT k BCC. On-
HAKO, BECbMa BEPOATHO, CTOJIb YaCTO BBISBIIIEMOE COYETa-
Hue AKJIIDK ¢ apyruMu natonorndeckKuMH COCTOSHUSIMU
(Tekymui U NEepeHeCeHHbI! MHOKapIUT, COCIUHHUTENb-
HOTKaHHasl TUCIUIa3Usi, aJKOrOJU3M, HApKOMaHHUS U Jp.)
BE/IET K YCYTyOJCHUIO 3JIEKTPUYECKOW HErOMOI€HHOCTH
MHOKapa, (GOPMUPOBAHUIO JOTOTHUTEIBHBIX MIEKTPODH-
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3MOJIOTMYECKUX YCIOBHH 111 BOSHUKHOBEHUS (haTalIbHBIX
JKkesrynoukoBbix aputmuii 1 BCC.

B 3akiroueHune 00CyXJEeHHSI CIEoyeT, BHIUMO, 00-
paTUTh BHUMAaHUE Ha HEOOXOOMMOCTb cOOpa U aHalu3a
KaTaMHECTUYECKUX JaHHbIX. VX IIEeHHOCTb, B 4aCTHOCTH,
OOBSICHAETCSL TeM, 4TO, HallpUMep, JaHHbIE IPOTOKOJIOB
MOJIMIHH, 3aKIIFOUeHNE OpUTabl «CKOPOI MOMOIIMY, TIa-
TENBHBIA OIPOC CBUJETEIECH MPOUCIIECTBUS TIOMOTaeT HE
TOJIBKO C OMPEIEICHHOM CTENEeHbI0 BEPOSTHOCTH HMCKIIIO-
YUTh SIBHBI HACUJIBCTBEHHBIH XapakTep CMEpTH, HO U
MIPE/ITIONIOXKHUTE €€ BEPOSTHBIM MEXaHU3M (apUTMHUYECKHN
WK He apuT™Mudeckuii). Tak, B JaHHOM rpymnne ymepIux
B 12 ciydasix u3 18 apuTMu4ecknii MexaHu3M CMEpTH ObUI
OoJsiee BEpOSITCH, T.K. OHA OblJIJa MTHOBEHHOW WJIM IOYTH
MTHOBEHHOH, a BO3HMKaja, Kak IPaBUJIO, B MOKOE WU
Ha (hoHe OBITOBOW HArpy3KH, YTO COOTBETCTBYET JINTEpa-
TYPHBIM JaHHBIM [41]. Baxknas uHdopmanus He TOIBKO O
COCTOSIHUU MOJIOJIOTO 4eJIOBeKa HaKaHyHE CMEpTH, HO U
0 HaJIM4YMM KIMHUYECKUX CHUMIITOMOB, CBHJETEIbCTBYIO-
IIMX O BO3MOXKHOM MaTOJOIHU CepAla, a TaKkKe CeMEHHOM
aHaMHe3€ M BPEIHBIX MPUBBIYKAX, MOXKET OBITh MOJIydeHa
HUMEHHO B XOJI€ OIIPOCa POACTBEHHUKOB.

BbIBO/JbI

1. ApuTMOTeHHasi KapJIUOMHUOTATHs/TUCIUIA3HsI TTPaBO-
TO Kexynouka siBisercs gactoi (14,1%) npuuannoii BHe-
3aITHON CepIeYHON CMEpPTH MOJOABIX Tioneil B CaHKT-
[Terepbypre.

2. BriaBneHne apuUTMOTEHHOW KapIHOMHOTATHN/TUCTI-
JIA3WW TIPABOTO JKETYyIOoYKa BIEYET 3a cOOOH HeoOXomu-
MOCTh KapAHOJOTHYECKOro 00CIenoBaHus OmmKalImx
POACTBEHHUKOB YMEPIIETO, TaK KakK 3a00JIeBaHNE SIBIISACT-
sl HaCJIEyeMbIM.

3. Bomee gem B 1/3 ciydaeB 3a00neBaHUs TUCTIACTHYEC-
Kr€ M3MEHEHUS MPHUBOIAT K (POPMHUPOBAHMIO aHEBPHU3MBI
MIPaBOTO KEITyZOoUKa.

4. ATUmU4HBI BapHaHT apPUTMOTEHHOW KapAHOMHOIIA-
THH/TUCIUTA3UH TIPABOTO JKEITYI0UKa MPEACTaBIAET cOO0H
(dopMHupOBaHNE MHOKECTBEHHBIX TU(D(DY3HBIX XaOTHIHBIX
«BKpAIUICHUID 09aroB JIMTIOMaro3a u pudpo3a 6e3 4eTKoH
HAIpaBJIEHHOCTH PAcIpOCTPAHEHHs OT SMHKApAA K SHJO-
Kapay.

5. Boree wem B 1/3 cimydaeB BEIsABICHa TeHEpaTH3aLUs
3a00JIEBaHUS C PACIPOCTPAHEHNEM TTATOIOTHYECKOTO MPO-
Lecca Ha JIEBBIM JKeIyI0UeK.

6. B xa)x1oM TpeTheM cilydae apuTMOTEHHAs KapJHOMHUO-
TIaTHsI/ TUCIUIA3MsT TIPABOTO JKEIY/I0YKa ACCOIMUPYETCs ¢
N3MEHEHHSIMH MHOKapAa, XapaKTePHBIMH [UIST MHOKAP/IH-
Ta, OCTPOTO MJIM XPOHUYECKOTO.

7. B uccrexyemoii BRIOOpKE apUTMOTEHHAs KapAHOMHUO-
TIaTHsl/ TUCIUIA3Ns TIPABOTO KETyAO0UKa YacTO acCOILMUPO-
Bajach C JMCINIA3MCH COCIMHHUTCIBHON TKaHMW, a TaKkKe
3710yHOTpeOICHHEM aJIKOTOJIEM W/HITH HAPKOTHKAMH, YIOT-
pebnenneM ncuxohapMakoIOTHISCKIX PETapaToB.

JUTEPATYPA

1. Topneera M.B., Mutpodanora JI.b., [laxomoB A.B.
u np. BHe3anHas cepieyHas cMepTh MOJIOABIX JIFOnEH. //
Becthuk aputmosnoruu. - 2011. - Ne 68. - C. 34-44.

2. 3emuoBckuii J.B., Manes J.I. Mainbie anomanuu cep-
na u qucrmactudeckue genorunsl.- CII6. : M3narenbeTBo

«MB3COII», 2012,160 c.
3. 3emuosckuii 3.B., Manes 3.1, Jlynesa E.b. Hacnenc-
TBEHHbBIC HAPYIICHUS COCIUHUTEIBHOI TKAHU U BHE3aITHAS

cmepts. // BectHuk aput™onoruu. - 2011, - Ne63. - C.61-
65.

BECTHUK APUTMOJIOI'NH, Ne 69, 2012



4. Mutpodanosa JI.b., AmuneBa X.K. Ilocobue mist
Bpaueit mon penaknuei nmpod. I'b.Kosanbckoro «Mak-
POCKOMUYECKHUI U OPraHOMETPHUYCCKUI aHAIN3 cepala B
naronorum». [OpoicKoe MaToloroaHaTOMHYecKoe Orpo.
Canxkr-IlerepOypr 1998, ¢ 58.

5. Murpodanosa JL.b., bemyk O.B., Tarapckwuii P.b., Jle-
6enes J1.C. ApuTMoreHHast KapJMOMHUOIIATHSI [TPABOTO XKe-
NyJI04Ka U BUPYCHAsI HH(EKIMS: BO3MOXKHBIC COUCTAHHS U
pOJIb B TEHE3€ KENMyTOYKOBBIX Taxuaputmuil. // BecTHuk
aputmornoruu. - 2010. - Ne 58. - C. 15-20.

6. Mutpodanora JI.b., beuryk O.B., Haymosa E.1O. /Tna-
THOCTHKA apUTMOTCHHOW IHCIUIA3UU MPABOTO JKETyI04Ka
0 PHAOMHOKAPIHATBHOM OHOMCHU U POJIb BUPYCOB B Ma-
ToreHese 3aboneBanus. / Apxus narosioru. - 2011.- Ne5.
- C.27-30.

7. ACC/AHA 2006 guidelines for the management of pa-
tients with valvular heart disease: a report of the American
College of Cardiology/American Heart Association Task
Force on Practice Guidelines. // Journal of the American
College of Cardiology.- 2006.- 48. (3) - P:1-148.

8. ACC/AHA/ESC 2006 guidelines for management of
patients with ventricular arrhythmias and the prevention
of sudden cardiac death: a report of the American College
of Cardiology/American Heart Association Task Force and
the European Society of Cardiology Committee for Prac-
tice Guidelines (Writing Committee to Develop Guidelines
for Management of Patients With Ventricular Arrhythmias
and the Prevention of Sudden Cardiac Death). / JACC.-
2006 Sep 5;48(5)- P.247-346.

9. Asimaki A., Saffitz J. The Role of Endomyocardial Bi-
opsy in ARVC: Looking Beyond Histology in Search of
New Diagnostic Markers // Cardiovascular Electrophysiol-
ogy. - 2011. - Vol. 22, No. 1 - P.111-117.

10. Azaouagh A., Churzidse S., Konorza T., et al. Arrhyth-
mogenic right ventricular cardiomyopathy/dysplasia: a
review and update. // Clin Res Cardiol. -2011. - Vol.100.-
P.383-394.

11. Basso C., Pilichou K. ,Carturan E, et al. Pathobiology
of Arrthythmogenic Cardiomyopathy. // Card Electrophysi-
ol Clin 3 -2011- P.193-204.

12. Basso C., Ronco F., Marcus F. et al. Quantitative as-
sessment of endomyocardial biopsy in arrhythmogenic
right ventricular: an in vitro validation of diagnostic crite-
ria. / Eur. Heart J. - 2008. - Vol. 29. - P. 2760-2771.

13. Basso C., Corrado D., Marcus F. et al. Arrhythmogenic
right ventricular cardiomyopathy // Lancet. - 2009. - Vol.
373. - P. 1289-1300.

14. Basso C., Thiene G. Adipositas cordis, fatty infiltration
of the right ventricle, and arrhythmogenic right ventricular
cardiomyopathy. Just a matter of fat? // Cardiovasc. Pathol.
-2005. - Vol. 14. - P. 37-41.

15. Billman G.E, Lappi M.D. Effects of cocaine on cardiac
vagal tone before and during coronary artery occlusion:
cocaine exacerbates the autonomic response to myocar-
dial ischemia. //J Cardiovasc. Pharmacol.-1993.- Vol.22.
- P.869-876.

16. Bowles N.E., Ni J., Marcus F. et al. The detection of
cardiotropic viruses in the myocardium of patients with ar-
rhythmogenic right ventricular dysplasia/cardiomyopathy.
/I JACC. - 2002. - Vol. 39. - P. 892-895.

17. Corrado D., Basso C., Nava A. et al. Sudden death in

46

young people with apparently isolated mitral valve pro-
lapse. // G Ital Cardiol. -1998.- May28(5) -P.600-602.

18. Corrado D.,Basso C., Thiene G. et al. Spectrum of
clinicopathologic manifestations of arrhythmogenic right
ventricular cardiomyopathy/dysplasia: a multicenter study
// JACC. - 1997. - Vol. 30. - P. 1512-1520.

19. Corrado D., Thiene G., Nava A. et al. Exercize-relat-
ed sudden death in the young. (abstract). / Eur. Heart J.
- 1993. - Vol. 86. - P. 368A.

20. Cox M.G.PJ., van der Smagt J.J., Noorman M. et al.
Arrhythmogenic Right Ventricular Dysplasia/Cardiomy-
opathy Diagnostic Task Force Criteria. Impact of New
Task Force Criteria. / Circulation: Arrhythmia and Elec-
trophysiology. - 2010. - Vol. 3. - P. 126-133.

21. D’amati G., Di Gioia C., Giordano C. et al. Myocyte
transdifferentiation: a possible pathogenetic mechanism
for arrhythmogenic right ventricular cardiomyopathy. //
Arch. Pathol. Lab. Med. - 2000. - Vol. 124. - P. 287-290.
22. Elliott P., Andersson B., Arbustini E. et al. Classifica-
tion of the cardiomyopathies: a position statement from the
European society of cardiology working group on myocar-
dial and pericardial diseases. // Eur. Heart J. - 2008. - Vol.
29 (2). - P. 270-276.

23. Frias P. Hypertrophic Cardiomyopathy and Arrhyth-
mogenic Right Ventricular Dysplasia in Young Patients. //
Elsevier. - 2005- P.25-31.

24. Geoffroy Lorin de la Grandmaison. Is there progress in
the autopsy diagnosis of sudden unexpected death in adults?
// Forensic Science International 156 (2006)- P.138-144.
25. Kapplinger J., BA, Landstrom A., Salisbury B. et al.,
Distinguishing Arrhythmogenic Right Ventricular Cardio-
myopathy/Dysplasia-Associated Mutations From Back-
ground Genetic Noise. // JACC.- Vol. 57, No. 23- 2011
June 7. -P.2317-2327.

26. Karatolios K., Pankuweit S., Kisselbach C., Maisch
B. Inflammatory cardiomyopathy. // Hellenic J Cardiol. -
2006. - Vol.47. - P.54-65.

27. Lombardi R., Marian A., Molecular Genetics and
Pathogenesis of Arrhythmogenic Right Ventricular Car-
diomyopathy: A Disease of Cardiac Stem Cells. // Pediatr
Cardiol. - 2011- Vol.32. - P.360-365.

28. Marcus F.I., McKenna W.J., Sherrill D. et al. Diagno-
sis of Arrthythmogenic Right Ventricular Cardiomyopathy/
Dysplasia. Proposed Modification of the Task Force Crite-
ria. // Circulation. - 2010. - Vol. 121. - P. 1533-1541.

29. McKenna W.J., Thiene G., Nava A. et al. Diagnosis
of arrhythmogenic right ventricular dysplasia/cardiomy-
opathy: Task Force of the Working Group Myocardial and
Pericardial Disease of the European Society of Cardiology
and of the Scientific Council on Cardiomyopathies of the
International Society and Federation of Cardiology. // Br
Heart J.- 1994. - Vol. 71. - P. 215-218.

30. Nishikawa T., Ishiyama S., Nagata M. et al. Pto-
grammed cell death in the myocardium of arrhythmogenic
right ventricular cardiomyopathy in children and adults. //
Cardiovasc Pathol. - 1999. - Vol.8. - P.185-189.

31. Peng S.K, French W.J, Pelikan P.C. Direct cocaine
cardiotoxicity demonstrated by endomyocardial biopsy.
//Arch Pathol Lab Med -1989.- Vol.113. - P.842-845.

32. Peters S., Trummel M., Meyners W. Prevalence of right
ventricular dysplasia-cardiomyopathy in a non-referral hos-

BECTHHUK APUTMOJIOI' U, Ne 69, 2012



47

pital.// Int. J. Cardiol. - 2004. - Vol. 97. - P. 499-501. cardiomyopathy and sudden death in young people. // N.
33. Puranik R., Chow C.R., Duflou J.A. et al. Sudden Engl. J. Med. - 1988. - Vol. 318. - P. 129-133.

death in the young. // Heart Rhythm. -2005. - Vol 2. - N 12.  39. Valente M., Calabrese F., Thiene G. et al. In vivo evi-
- P. 1277-1282. dence of apoptosis in arrhythmogenic right ventricular car-
34, Saffitz J.E., Dependence of electrical coupling on me-  diomyopathy. // Am. J. Pathol. - 1998. - Vol. 152. - P. 479-
chanical coupling in cardiac myocytes: insights gained 484.

from cardiomyopathies caused by defects in cell-cell con-  40. Virmani R., Burke A.R. and Farb A. Pathologic experi-
nections. // Ann.N. Y. Acad. Sci. - 2005. - Vol. 1047. - P.  ence in USA. In Nava A., Rossi L., editors: Arrhythmogen-
336 -344. ic right ventricular cardiomyopathy/dysplasia. // Elsevier,
35. Sen-Chowdhry S., Syrris P., Prasad S.K. et al. Left- Amsterdam, - 1997. - P.§7-93.

dominant arrhythmogenic cardiomyopathy: an under-rec-  41. Vreede Swagemakers J.J.M., Gorgels A.P.M., Dubois-
ognized clinical entity. // JACC. - 2008. - Vol. 52. - P.2175-  Arbouw W.L. et al. Out-of-hospital cardiac arrest in the
2187. 1990s: a population-based study in the Maastricht area on
36. Sen-Chowdhry S.,Syrris P, Quarta G., McKenna W., incidence, characteristics and survival. // J. Am. Coll. Car-
Clinical Impact of Genetics in Arrthythmogenic Cardiomy-  diol. - 1997. - Vol.30. - P.1500-1505.

opathy // Card. Electrophysiol. Clin. 3. -2011.- p.205-215.  42. Warren Smith, FRACP, Members of the CSANZ Car-
37. Tansey D.K., Aly Z., Sheppard M.N. Fat in the right  diovascular Genetics Working Group. Guidelines for the
ventricle of the normal heart. // Histopathology. - 2005. - Diagnosis and Management of Arrhythmogenic Right Ven-
Vol. 46. - P.98-104. tricular Cardiomyopathy. / Heart, Lung and Circulation.
38. Thiene G., Nava A., Corrado D. et al. Right ventricular - 2011. - Vol.20 -P.757-760.

APUTMOI'EHHA A KAPANOMUOITATUA / AUCITJIA3K S ITPABOI'O XEJTYIOYKA KAK ITPUUMHA
BHE3AITHOM CEPJIEYUHOM CMEPTHU MOJIOJIbIX JIFOJIEM
M.B.Iopoeesa, JI.b. Mumpoghanosa, A.B.Ilaxomos, O.E.Benecrasosa, M.B.bepman,
E.JI.Heenesa, I'11.Jlaspenmiok, I1.I IInamonos, FO.B.11ly6ux

C nenpio M3ydeHns 0COOCHHOCTEH apUTMOTEHHON KapIHOMMOIIATHH/IUCIIIa3uu TpaBoro xemynouka (AKJITK)
Kak IpUYMHBI BHe3arHo# cepreunoit cmeptu (BCC) B nepuon ¢ mapra 1o HosiOpb 2011 n ObUTM TOIBEPrHYTHI aHATM3Y
cinydau BCC 128 monozpIx stozielt B Bo3pacte oT 14 1o 35 net. Cepatie Kax10ro yMepIIero noJBeprajoch TIATeIbHOMY
1aTOJIOT0AHATOMUYECKOMY HCCIIeIOBAaHHIO. BCKphITHE cepalia MpOoBOIMIOCH KOMOMHIPOBAHHBIM METOJIOM: KiIacCHYec-
KO€ BCKPBITHE IO TOKY KPOBH C IOCIEAYIOLINM BBIOJHEHUEM HapaelbHbIX cpe3oB uepes3 1,5-2,0 cM 0oT BepXyLIKH K
ocHoBaHMIO cepyua. C MOMOIIBIO aHamu3aTopa n300paxenus Leica Scop u3MepsuInch IUIOMaIH JInnomaros3a u Gpuoposa.
[Ipu nono3peHun Ha MUOKapIUT IPOBOAUIOCHE UIMMYHOTUCTOXUMHUYECKOE UCCIIeI0BaHNE. BEIMONHATACh MarHUTOPE30-
HascHast Tomorpadust (MPT) makponpenapara cepana. [laronoroanaromudecknit fuarnoz AKJIITK O6but ycraHoieH B
18 (14,1%) ciyuasx u3 128 (5 »KeHIuH, CpeHIH BO3pacT KOTOPBIX cocTaBmi 2747 jet, 13 MyX4nH B Bo3zpacte 29+3
JIET) B COOTBETCTBHHU ¢ MopdomeTpruaeckumu kputepusamu F.I.Marcus et al.

HccnenoBanne makporipenapara cepiua rnokasaio, 4to npasbiii skemynodek (IDK) Bo Bcex 18 cmywasx Obut pac-
LIMPEH, C JIOKAJIbHBIMHU y4aCTKaMH MCTOHYEHHSI CTEHOK M YaCTHYHBIM 3aMelieHueM (GHOPO3HOM U JKUPOBOW TKaHBIO, B 7
cirydasx cpopmMupoBaiiack aHeBpru3Ma. Y BCeX yMepIIUX B laHHOM rpynre miomans [DK Obuta yBenuuena u cocraBuiia
B cpenHeM 145+32 cm2 npu Bo3pactHoM HOopMe oT 80 mo 100 cm2 . Tommmua muokapaa I1K Obina HepaBHOMEpPHOM:
YYacTKH ¢ HOPMaJILHOH TOJIIMHOI cTeHKH (110 0,4 cM) codeTalluch ¢ y4acTKaMH HCTOHUYEHHOro Muokapaa 1o 0,05-0,1cm.
PacnipocTpanenue narojaorn4eckoro nporecca (reaepanuzanys) 3a npenenst [DK BosiBieno y 7 ymepmux. [Ipu nposese-
Hur MPT B 9 ciydasix u3 13 BBISBISIIMCH 30HBI TUTIEPUHTEHCHBHOTO M THIIOMHTEHCHBHOT'O CUrHajIa (COOTBETCTBYIOIIHE
y4JacTKaM XHPOBOW TKaHH), YETKO COBIAJIAIONIIE O JIOKAJIU3ALUH C Y4aCTKaMH JIMIIOMaTo3a Ha Makpo- ¥ MUKpOITpena-
pare. B xone 4 uccnenosanuii no nanusiM MPT MuokapananabHble H3MEHEHUS HE BBIABIISINCE.

Takum obpazom, AK/ITDK sisercst uacroit (14,1%) nmpuunHOI BHE3arHON Cep/ieuHON CMEPTH MOJIOJBIX JIFOIEH,
ee BBISBJICHHUE BJICUET 3a COOO0 HEOOXOAMMOCTh KapIHOJIOTHYECKOro 00CIe0BaHNs ONMKAMIIIX POJACTBEHHIKOB yMep-
mero. bonee yem B 1/3 ciydaeB 3a0oieBaHus TUCIIACTHYECKHE M3MEHEHUS MTPUBOIAT K (POPMUPOBAHHIO aHEBPHU3MBI
IDK. Arunmuseiii Bapuant AK/IIDK npexacrasnsier co6oit (hopMupoBaHre MHOXKECTBEHHBIX TU(PQY3HBIX XaOTHUHBIX
BKpaIuIeHUH 04aroB JIMoMaro3a u (pubpo3a Oe3 4eTKOH HarpaBIeHHOCTH PACIPOCTPAaHEHUs OT dIHUKap/a K SHIO0KapIy.
Bornee uem B TpeTu cityuaeB BBISIBIICHA TeHEpAIN3alMsl 3a00JIEBaHUS C PACIIPOCTPAHEHUEM ITaTOJIOTHIECKOTO Mpoliecca
Ha JIeBbI xenynouek. B xaxnoMm tperbem ciydae AKJIDK accoruupyeTcst ¢ U3MEHEeHUsIMA MUOKap/ia, XapaKTepHbIMU
JUIS MUOKapJIUTa, OCTPOTO WM XpoHuueckoro. B nccaenyemoii Beioopke AKJITK wyacto acconumpoBanack ¢ AuCIUIa3y-
ell coeMHUTENbHON TKaHH.

ARRHYTHMOGENIC RIGHT VENTRICULAR CARDIOMYOPATHY/DYSPLASIA AS A CAUSE OF SUDDEN
CARDIAC DEATH OF YOUNG ADULTS
M.V. Gordeeva, L.B. Mitrofanova, A.V. Pakhomov, O.E. Veleslavova, M.V. Berman,
E.L. Ievleva, G.P. Lavrentyuk, P.G. Platonov, Yu.V. Shubik

To study peculiar features of right ventricular arrhythmogenic cardiomyopathy/dysplasia (ARVC/D) as the cause
of sudden cardiac death, the cases of sudden cardiac death in 128 young adults aged 14 35 years in March 2011 through
November 2011 were assessed. The thorough postmortem examination of hearts of all deceased subjects was carried
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out. The heart necropsy was performed using the combined method: the conventional dissection along the direction of
blood flow was accompanied by subsequent parallel cuts every 1.5 2.0 cm from the apex towards the heart base. The
areas of lipomatosis and fibrosis were measured with the aid of video analyzer Leica Scop. If myocarditis was suspected,
immunohistochemistry tests were carried out. Magnetic resonance imaging (MRI) of the heart macro preparation was
performed. The diagnosis of ARVC/D was confirmed in 18 cases (14.1%) of 128 (5§ women aged 2747 years and 13 men
aged 2943 years) in accordance with the morphometric criteria by F.I. Marcus and co authors.

The heart macro preparation assessment showed that the right ventricle was dilated in all 18 cases, with local areas
of thin walls and their partial substitution with the fibrous and adipose tissue, in 7 cases the aneurism developed. In the
above group of deceased subjects, the RV area was increased and made up 145+32cm?2, whereas the age normal value was
80 100 cm2. The RV myocardial width was uneven; areas with the normal width (up to 0.4 cm) alternated with areas of
thin myocardium up to 0.05 0.1 cm. The pathological process generalization beyond RV was revealed in 7 subjects. MRI
revealed hyperintense and hypointense signals (located in the areas of the adipose tissue) with the same location than that
of the lipomatosis areas of macro preparations and micro slides in 9 cases of 13 areas. During the study, no myocardial
alterations were revealed with the aid of MRI in 4 subjects.

Thus, ARVC/D is a frequent (4.1%) cause of sudden cardiac deaths in young adults; its revelation necessitates the
cardiovascular examination of closest relatives of the deceased subjects. In more than one third of subjects, dysplasia
leads to development of the RV aneurysm. Atypical ARVC/D corresponds to multiple diffuse chaotic inclusions in areas
with lipomatosis and fibrosis without clear direction from the epicardium to the endocardium. In more than one third of
cases, the generalized disecase was revealed, with expansion of the disease onto the left ventricle. In one third of cases,
ARVC/D is associated with myocardial alterations typical for acute or chronic myocarditis. In the study population,
ARVC/D was frequently associated with the connective tissue dysplasia.
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