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CTPYKTYPHO-®YHKIIUOHAJIbHASI XAPAKTEPUCTUKA MUOKAPIA BOJIBHBIX
HUINONATUYECKOUN PECTPUKTUBHOUN KAPTUOMUOIIATUEN

Tocyoapcmeennwiii meouyunckuil ynusepcumem um. akao. U.I1.I1asnosa, *Beepoccutickuii uenmp IKCmpenHoi u
paouayuonnoit meouyunvt M4C Poccuu, Cankm-Ilemepoype, Poccus, *Kaponunckuii Yuueepcumem, Cmokzonvm,
Illeeuusn

Paccmampusaiomes sonpocsr smuonamozene3a uouonamuieckou pecmpuKrmusHoll KapouomMuonamuu, Kpaine
PEOKOIl NEPEUYHOTE NAMOIOSUU MUOKAPO, NPEOCMABIEHbl PE3VIbIMAMbl AHANU3A MOPPO-PYHKYUOHATLHO20 COCMOSIHUS
Muoxkapoa mpex nayueHmos, 8 0OHOM ciyude 6 medenue 12 nem npo8oounocs OUHAMUYECKOe KIUHUKO-UHCMPYMEeHMalbHoe
Habnooenue U 8bINOJIHeHbl MONEKYIAPHO-eeHemUudecKue Ucc1e008aHus.

KaroueBnble ciioBa: PECTPUKTUBHAA KAPAUOMHUONIATHH, KAPAUOMHUOUMUTDI, KJIETKH CTPOMAJIbHOI'0 KOMIIOHEHTA,

SITPBILIKH, APTeHTO(PUIBHBIE STIPHIIIKOBbIE IPOTEHHBI.

The problems are considered of etiology and pathogeny of restrictive cardiomyopathy, an exclusively rare primary
heart disease. The data of analysis of morphofunctional state of myocardium in three patients are presented; in one case,
the clinical and instrumental follow-up within 12-year period was made and molecular-genetic studies were performed.

Key words: restrictive cardiomyopathy, cardiomyocytes, stromal cells, nucleoli, argentophilic nucleolar proteins

Wpnonatudeckass peCTPUKTHBHAS KapAWOMUOIIATHS
(PKMII) o cpaBHEHHFO € APYTHMU IIEPBHYHBIMHA 3a00JICBa-
HUSIMHA MHOKap/ia BCTpeyaeTcsi KpaitHe pesiko. Mosekyisp-
HO-TE€HEeTHYEeCKast IpUpo/ia 3a00IeBaHuUs, HECMOTPS Ha Ha-
JMYHe ceMerHbIX GopM, emé He ycraHosieHa [ 1]. 3acmyxu-
BatoT BHIMaHUs naHHbie L.Goldfarb et al. (2000), cormacHo
KOTOPBIM B OIHOM 13 11 cemel-HOCUTENeH My TalluH B TCHE,
KOZIMPYIOILIEM BBIPaOOTKY JECMHHA, AMarHOCTUPOBAHA HTHO-
narmyeckast PKMII [2]. Ota myTarms oTBeTCTBEHHA 3a CTPYK-
TYpHBIE U3MEHEHUS MBIIICYHBIX BOJOKOH U HPOSIBISACTCS
AQHOMAJIBHOM arperaryeil ¥ HaKOIUIEHHEM JIECMHUHA B MUO-
Kapzae B Buje Aeno3utoB [3]. Onucan ciuydail ceMeiHon
PKMII BciieacTBUM MyTalnii B reHe, KOIUPYIOLIEM BbIpa-
601Ky TpomonuHa I [4].

OCHOBHBIM KPUTEPHEM OCTAHOBKU JAMArHO3a HJIHO-
narnueckoid PKMIT siBnsieTcst uckimoueHre N3BECTHBIX TIep-
BUYHBIX U BTOPUYHBIX kKapanomuonatuii (KMII), accorun-
POBaHHBIX C PECTPUKTUBHBIM TUIIOM HAPYIICHHS JHACTONH-
yeckoil GpyHkunu Muokapaa [S]. [Tpu npoBenennn audde-
PEHIMATIBHOTO IMArHO3a CPeJiy ATUX 3a00JIeBaH1I HAOOIIb-
IIMe TPYIHOCTH BBI3BIBAIOT FEHETHUECKH 00YCIIOBICHHBIC
3a00JICBaHUS BCJICICTBHIE HAPYILICHHSI B MHOKap/Ie METa0o0-
JM4ecKuX npoueccos. Hanpumep, nepBudHbIN aMUION103
MHOKappa [6], capkonzios [ 7], a Takxke 60JIe3HH HAKOTIICHHS:
remMoxpomato3 [8], 6one3nn Padpu, ['omie, anomansHOE Ha-
KOTUICHHE IJIMKOTeHa [5].

B a1y rpymnimy Taxoke BXOAAT 3a00JIeBaHIs YHI0KApIa C
HEOKOHYATEIbHO yCTAHOBICHHBIM STHONIATOTeHE30M: THIIEP-
903UHOGUIBHBIN CUHIPOM [9], SHAOKapANATBHBIN (HHOPOI-
nacto3 [10] u mopaxkeHue cepia npu KapIuHOUTHOM CHH/I-
pome [11]. BaxHo Tak)ke MOMHUTB, YTO BBIPAKEHHBIC HAPY-
IICHUSI TUACTOJIMYECKON (DYHKIIMH 110 PECTPUKTHBHOMY THITY
pa3BUBAIOTCA y OOJBHBIX C Ay TOMMMYHHBIMHE 3a00JI€BaHUS-
MU, HalIpUMED, CKIEPOAEPMUEH, IPU BO3ACHCTBUM pasiua-
IIUH, CTOWKO MTOBBIIIIEHHOM YPOBHE CEPOTOHHMHA U ITPU XPO-

HUYECKOW MHTOKCHKAIINH PTYTHIO [5]. Bsaumoneiictue pry-
TH C CyIb(TUAPUIBHBIME TPYIIIAMHU SPBIIIKOBOTO OeiKa
(bubpHIIaprHa N3MEHSIET aHTUT €HHBIE CBOWCTBA U CTPYKTY-
Py ATOro GernKa, YTO BHI3BIBACT TeHETHYECKN OTPaHUYCHHBIN
AHTUSIIPBIIKOBBII OTBET - BBIPAOOTKY ayTOAHTHUTEI Ha (KO-
pHUIAPUH.

AHaJIOTHYHBIE aHTUSIPHIIIKOBBIC aHTUTEINA K (PUOPHII-
JapuHy 0OHAPY>KUBIOTCS ITPU CHCTEMHOMN CKIICPOICPMUH U
CYIIECTBYET TUIIOTE3a, YTO M3MEHEHNE AHTUTCHHBIX CBOWCTB
3TOTO U, BO3MOJKHO, IPYTUX SAPBIIIKOBBIX OCIKOB HMEET OT-
HOIICHHE K PErYIAILIH MPOILYKIMH KOJJIareHa, a OTCIoAa K
(hubpo3000pazoBaHmio IpH ITOM 3aboseBanuu [ 12]. M3Bect-
HO, 4TO (uOPO3 (PEaKTUBHBIN, PETApaTUBHBIN) SBIACTCS
[IPUYMHOM [IATOJIOTHYECKOM PUTHAHOCTH MUOKAp/a, JIEXKa-
e B OCHOBE HapYLICHHs JMACTOIMYECKO (YHKIIHH.
K.Weber, C.Brilla (1991) noka3saiu, 4T0 B3aUMOACHCTBHE
¢ubpobiactos u kapanomuonuToB (KMILI) oOycnosnnBaer
U peryJupyeT BeCh X0 CTPYKTYPHOU IepecTPOrKU MUOKap-
Jia B ycioBusix marosioruu [ 13].

OHIOTETHOIUTHI CIIOCOOHBI MOIYIHPOBATh KaK CHH-
Te3, TaK U JACTPalalliio KoJTareHa B cepaeuHbIX pudbpodiac-
tax [14]. Mopdo-dyHKIHOHATIBHBIE 0OCOOCHHOCTH SiJiep U
aapeimek KML n ketok ctpomasnsHoro kommonenTa (KCK),
a Tak)Ke KJICTOYHbIC M MOJEKYJSPHbIE MEXaHU3MBI OCIIOK-
CHHTE3UPYIOIIEH U, B YaCTHOCTH, KOJUIareHoOpas3yromei
¢byHKIMK B MEOKap e 60sbHbIX epBruaHbIMA KMIT n3ydye-
HBI HelocTaTouHo [ 15]. B To e BpeMs, IMEHHO SIPBIIIKaM,
KOTOpBIE SIBJISIOTCA 110 00pa3zHoMy BeipaxxeHuro J[x. Kpoke-
pa «bhabpuroit pubocom», MPUHAJISKUT 0codasi Poilb B
obecrieueHHN 0eJIOK-CUHTE3UPYIoNIeH (pYHKIMHU KIETOK, a
TaKke npoiaudepauu u TG PpepeHIMPOBKH.

SIIPBIMIKO - XOPOIIO M3Y4YEeHHas CTPYKTYypHO-(YHK-
LHOHANBHAS eIMHUIIA sipa nHTepda3HoH kieTku. B HéM pac-
IOJI0KEHBI pUOOCOMHBIE T€HBI M IIPOUCXOIUT CUHTE3 prubo-
comuoii PHK (p-PHK). Mopdornorus sipsliiex Bappupyer B
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3aBICUMOCTH OT aKTHBHOCTH META0OJIMIECKHX ITPOLIECCOB B
KJIETKE. 3 TOCJIeTHHIE OBl ONPe/ICIEHHBIN BKIIa/l B TOHH-
MaHHe TPOOIEMBI SAPBIIIKOBBIX M3MEHEHUH OBLT BHECEH
Orarofaps U3y4eHHIO CIIENNAIbHBIX SPBIIIKOBBIX OCIIKOB,
KOTOpBIE CBS3BIBAIOTCS C CEPEOPOM KaK C MOHOKJIOHAIIBHBIM
aHTuTesIoM [ 16]. I3yuenue 30H sIpBIIIKOBBIX OPraHNU3aTo-
POB, BBISIBIIIEMBIX METO/IOM UMIIPETHALINH SPBILICK COJIS-
MU cepebpa TaeT BO3MOKHOCTh OLICHUTh TOTOBHOCTb KJle-
TOK K cuHTe3y 18S- u 28S-knaccos p-PHK, nmeroreit nenoc-
PEICTBEHHOE OTHOIICHNE K cuHTe3y Oenka [16, 17]. Ouenka
6enkoBo-cuaTeTnueckoi Gpynkumu B KM n KCK muokapaa
6ompHBIX nanonatndeckoii PKMII panee He poBOIMIIACH H
B JIUTEpAType OTCYTCTBYIOT CBEJICHHUS M0 TOMY BOIIPOCY.

3a MIHTEHCUBHOCTH OKPAIIMBAHUS SAPBIIIEK HHTEp(ha3-
HBIX KJIETOK COJISIMU cepeOpa OTBEYatOT MHOTO(YHKIMOHAIIb-
HBIC SIIPBIIIKOBBIC OSITKU: HYKJICOJIMH U HyKIeodocMuH [ 16].
Hyxeonun, HykiteopocMuH, GuOpLIapuH U APYTHE SI-
PBIIIKOBBIE OCJIKH MPUHUMAIOT YYacTHE B IIPOIIECCE CHHTE-
3a n co3pesanus npe-p-PHK (processing) [17]. Jlokazano
ydJacTe 3TUX OEJKOB B IIpoIiecce TPAHCTIOPTa puOocoMallb-
HBIX KOMIIOHEHTOB U3 siIpa B IIUTOILIa3My. DTO Jaji0 OCHOBa-
HUE TpeJIoararh, 4To (pyHKIIMH OCHOBHBIX SPBIIIKOBBIX
0€JIKOB HEe OTPaHUYUBAIOTCSI TOIBKO BHY TPUSAEPHBIMHU (S111-
PBILIKOBBIMH ) ITPOIIECCAMH, @ MOTYT OBITh CBSI3aHbI C MEXa-
HU3MaMH{ HHTETPALUH SAEPHO-SIPBIIKOBOM M IIUTOILIa3Ma-
THUYECKOH JEATeNbHOCTH, YTO, B CBOIO OYEPE/lb, SIBIISCTCS
JIOTIOJTHUTEIBHBIM KPUTEPHEM (YHKIIHOHAIBHOT'O COCTOS-
HUs KJIeTOK [ 18].

lenbto Hamelt paboTHI IBUIIOCH H3y9YEHUE CTPYKTYPHO-
(DYHKIMOHAIBHOTO COCTOSTHUSI MUOKap/ia, SAEp U SIPBIIICK
Kap/IMOMHOLIMTOB 1 KJIETOK CTPOMAJIFHOTO KOMIIOHEHTA O0ITb-
HBIX HANOIATHYECKON PECTPUKTUBHOM KapIHOMHOTIATHEH.

MATEPUATUMETO/bI

O6cneoBano 3 maryeHTa ¢ HIHOIaTHIeCKON PeCTPHK-
TUHOH Kapauomuonarueil. Marepuajiom 1y MUKPOCKOIIH-
YECKOTO MCCIIeIOBaHMS MOCITYKUIN 00pa3Ibl dKCIpecc-
Ay TOTICHH MPEICEePAHOTO U JKEITyI0YKOBOTO MUOKap/aA.

Pa3BepHyTOC KITMHUKO-HHCTPYMEHTAIbHOE 00CIIeI0Ba-
HUE BBINOJIHEHO y 60osbHOMU C., 29 51eT, ¢ ceMeitHoi hopmoit
PKMII. ITepuon HaGmoneHust coctaBui okoio 12 net. [Ipo-
BOIMIUCH dX0Kapaunorpadpuueckoe (IxoKI') uccrenoranue,
penTtresorpadus rpyanoi kietku, KT, xonrepoBckoe Mo-
HutopupoBanue. IxoKI' BeImomHANACE 11O CTAHAAPTHOMY
IIPOTOKOILY, BKJItOYast M-MOZla/IbHBIi, JBYMEPHBIH U IOMILIE-
poBckuil pexumsl. J[aBieHue B IETOUHON apTEepUU paccyu-
TBHIBAJIM UCXO/IS U3 BEIMYMHBI IPAINEHTA JABJICHNS TPUKYC-
NUAAIBHON PErypPruTaLuy.

Wnentuduxanuto supycHoit JTHK/PHK B muokapne
6osbHOI C., OCYIIECTBISUIA C TIOMOIIBIO MOJMMEPa3HON
LenHo peakiun. Onpenensii OCHOBHBIC KapIHOTPOITHbIC
BHUPYCHI (SHTEPOBUPYCHI U aZICHOBUPYCHI), a TAKXKE BUPY-
cel renatuta C, B u D, mpocTtoro repreca 4enoBeka, -
mreitHa-bapp u nutomeranoBupycsl. CeKBeHHpPOBaHHE re-
nomuoit JIHK, Beigenennoit u3 numdorutos nepudepu-
YeCKOW KPOBH, BBITIONHEHO C IEIbI0 MCKIIIOYCHHS MyTa-
L[IU TeHA IECMUHA.

VY IBYX OpyTrHUX NALUEHTOB C KIMHUKOM TSXKEIOM 3ac-
TOMHOI ceplieYHON HeAOCTATOYHOCTH B TEUCHUH 3 TIOCIe-
IHUX JIET )KU3HU auaraos3 uanonarndeckas PKMII 0wu1 mo-
CTaBJICH TOJIBKO TP CEKIIMOHHOM Hccie1oBaHuu. Bo Bcex
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CITy4asix BBITOJHEHO UCCIIEA0BAHUE THCTOJIOTHYECKUX Tpe-
IapaToB MHOKap/a ¢ MOMOIIbIO TeMaTOKCHIIMH-031HA, 110
Ban-I'm30H 1 nMnperHanust siIphIeK coJsiMU cepedpa.
O11eHKa SKCIPECCUH apPTeHTOQHIIBHBIX OSJIKOB SIPBIIIKO00-
pasyroumx paiioHoB (Ag-SIOP-6erkoB) MpoBoaHIIaACE METO-
JIOM MMIIPETHAINH SAPBIIIEK COISIMH cepedpa Mo OIHcaH-
HOMY MeToxy [ 19] B Hamme#t moandukarmm [20].

[Mocnenyromuii aHamM3 MaTepraa IMPOBOMIH C T10-
MOIIIBIO CBETOBOTO MUKPOCKOIIA, HCTIONBb3Ys 00beKTHB 100X,
okyssip 10x. B kaxxnom ciryuae aHanuzuposanu 200 sinep KML]
n Takoe ke konndectso saep KCK. PaccunteiBanu cpennee
YHUCII0 Ag-TPaHyIl ¥ CpetHee KOJTMYECTRO S/PBIIIEK B pacye-
te Ha s;1po KMI n KCK ¢ momonipro Meto1a MuUKpoMopdo-
MeTpuu Ha cucteMe Axiolat Videotest (cm. puc. 8). Mopdo-
METPUYECKOE UCCIICIOBAHHE TAK)KE BKITIOUAJIO OTpe/IeTICHHIE
mwiowaau siiep KMIL u KCK, a taxoke rionam u KoamyecTsa
sapseiek B pacuere Ha sapo KMII u KCK. Ocymectisiiu
TrozicueT uncna Ag-rpaHyi cepeOpa B SAPBIIIKAX U KOJIHYe-
CTBO «TOUYEK» aTUITUYHO PACIIOI0KEHHOTO apreHTO(PIIbHO-
ro Marepuaa Wik «MUKposiipbiex» B siape KM,

AHanus3 pe3ysIbTaToB NCCIEI0BAHUS TPOBOIMIIH C I10-
Mobto kputepusi CtprofeHTa. JlocTOBEpHOCTD pazInIui
[IOJIyYEHHBIX AaHHBIX oleHuBaiu rpu p<0,01.

HOJYYEHHBIE PE3YJIBTATBI

I'eneanornyeckoe apeBo ceMby narueHTKu C. mpen-
cTaByieHO Ha puc. 1. OTelr manueHTKH CTpaaal MepLaTesb-
HOM apuUTMUEH, TAKENOHU, IPEUMYILECTBEHHO [IPaBOXKEIY-
JIOUKOBOH 3aCTOMHOM CEPIEYHON HENOCTAaTOUHOCThIO. I1o-
CcJie HEOTHOKPATHBIX 00CIEIOBAHUH B yCIOBHAX CTAIMOHAPA
ObUT ITOCTaBJICH JMArHO3: aHOMAJHs Pa3BUTHUS Ceplla.
CMepTh OTIIa HACTyMIHJIa BHE3amHo B Bo3pacte 29 net. Ce-
MeIHBIN aHaMHEe3 BKIII0YaeT CMEPTh IJI0JI0B BO BHYTPHYT-
POOHOM Iepro/Ie Ha MO3HUX CPOKaX OEPEMEHHOCTH y IBYX
YJICHOB CEMBH, B TOM YHCIIE y 00CIe0BaHHON MAIIUEHTKH, a
TaK)Ke CMEPTh MIIAJICHIICB B TCUEHHE ITEPBOTO T0/1a )KU3HU.

Benyumum cuHApOMOM B KIIMHHUYECKOM KapTHHE 3200-
JIeBaHUS y 00CIIeI0BaHHOM MAIMEHTKN C UIAMONATHYECKOM
PKMII sBnstmack kKaxekcudecKas CTa Ivs 3aCTOMHOMN, penMy-
LIECTBEHHO MPaBOKETYIOYKOBOM CepACUHON HEelI0CTaTou-
HOCTH, pepakTepHOH K IPOBOAMMOM TEPAITHH. ITO IIPOSIB-
JISUTOCh aKPOIMAaHO30M, MPOrPECCUpYoNIeil cllaboCcTbhio,
OJIBIIITKOH (YacToTa JpIxaHui B okoe 28-32 B 1 MuH.), HaOy-
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Puc. 1. I'eneanozuueckoe opeso cemovu doavnoi C., 29
Jlem, ¢ CeMeiHoll (hopmoil uOUONAMUYEeCKoll pecmpukK-
muenoil Kapouomuonamuu, 2oe 1 - cmepmo 60 6Hympu-
ympooHom nepuooe, 2 - cmepms 0o 1 zooa, 3 - cmepmeo 6
29 nem, 4 - npooano 29 nem, 5 - 6 nem, Hanuuue KIUHU-
Y4ecKux npos6ieHuIl.
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XaHHEM IICHHBIX BeH, OTEKaMH JINIA, aCLIUTOM, aHACAPKOH.
Junamuka DKI'-nokazareneii nmpeicrapieHa Ha puc. 2a,0.
Junamuxka n3menennii OKI 3a nepuon ¢ mapra 1983 .
1o ¢eBpaib 2002 1. 3aKITF09AIACH B IPOTPECCHPYIOIIEM YBeE-
JMYECHUH JIEBOTO U TPABOTO MPEACEPIU, YBEIMUCHUN OT-
KIIOHEHUS 3JIEKTPUUECKON OCH cepjila BIpaBo. B TeueHue
TIOCIIETHET 0 MeCsIa )KU3HH Y OOJIbHOIM MMENN MECTO 1apo-
KCU3MBI TONM(OKYCHON MPEICepAHON TaXUKapAuH ¢ Hepe-
TYISIPHBIM aTPHOBEHTPHKYJISIPHBIM IpOBesieHneM (puc. 3) n
TpemneTaHue npeacepuii ¢ mposencauem 2:1 - 4:1 (puc. 4). B
STOT kK€ IEPUOJ] Ha PEHTI€HOrpaMMaX PErUCTPUpPOBaIaCh
nporpeccnpy}on_{aﬂ Kap,Z[I/IOMCFaJ'II/IS{ 34 CHOT yBOIMHCHHA

Puc. 2. 3I(F 60J1buou C.. a-e6 soapacme 9 nem (11 03. 83),
0 - 6 6o3pacme 24 nem (15.06.97). Yeenuuenue npooon-
scumenvruocmu u amnaumyovt 3youa P. Ilpu cpasnenuu
GbLAGNIEHO YeenuYeH e OMKIOHEHU ITIeKIMPUYECKOIl
ocu cepoya enpaso (yzon A 45°=90°), npozpeccupyio-
ujee yeenuuenue Hazpy3Ku Ha npasoe u iegoe npeocep-
oue, cuewienue nepexoonoi sonvt éneso (V,2V, ) -
KOCBEHHbLIL NPU3HAK YEEIUYEHUA NPABO20 JHCEIY0OUKA.
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1336 :

'R (MC)

R Moy 1101 625 484 484 484 ¢ B39 o 1381

/i 25 mm/c,
Puc. 3. ®pazmenmul X01mepo6cKo20 MOHUMOPUPOBA-
Hus IKT 6onvnon C. om 6 ghespann 2002 2. 3apezucm-
PUPOBAHBL HACMble RAPOKCUIMBL ROTUPOKYCHOIL npeo-
ceponoill maxuxkapouu, 6 MoOm YUcjie C HEPeYAAPHbIM
ampuoeeHmMpPUKYIAPHLIM NPOGEOCHUEM.
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Puc. 4. IKT oonvnoi C. Ilapokcuzm mpenemanus

npeocepouil ¢ HepeyaapHbIM AMPUOBEHMPUKYIAPDHBIM
npoeedenuem (2:1-4:1).

Puc. 5. Penmezenozpamma zpyonoi knemku oonvhoi C.
Buipasicennaa kapouomezanus 3a cuém yeenuvenus
000ux npeocepouil u pacutupenus 6emeeil 16204noil
apmepuu. Bozmoorcno yeenuuenue npasozo ryneenyoouxa.

npencepanii (0coOEHHO JIeBOT0), paBoro xxerynouka (IDK),
pacmupeHus BeTBel 1erouHoi aprepu (puc. 5). [Iporpec-
CUPOBAIIH SIBICHNSI HHTEPCTUIIMAIBHOTO OTEKA M JIByXCTO-
POHHET0 THIPOTOpaKca.

Pesynbrarel DxoKI-uccienoBanuii npeacTaBieHbl B
Tab. 1. Kak BUIHO 13 Ipe/IcTaBICHHBIX JAHHBIX, y O0JIIBHON
HMEJI0 MECTO IPOrPeCCHpYIoNIee KOHIIEHTPUIECKOE PEMO-
JIeTIMPOBaHUE P N3HAYAIEHO HOPMAJIbHBIX, & B TEPMUHAIIb-
HOM IIepHO/Ie TOHMKECHHBIX, pACYETHBIX ITOKA3aTeIIsX Mac-
CBl MHUOKAapJla U WHJ/IEKCa MacChl MUOKap/ia JIEBOTO JKEIIy-
Jouka. 3a BpeMst HaOmoneHus ¢ 1996 r. perucrpupoBanach
TSDKENAst CTETEeHb HApyILEHHS ANaCTONMYECKOH (DYHKIINH 11O
PECTPUKTUBHOMY THITY TIPH COXPAHHOMN /MJIU TTOBBIIIIEHHON
¢pakium BeIOpoca nesoro xerynouka (JDK). O6pamano
BHUMaHHE MOCTETICHHOE 1 3HAYMMOE YMEHBIICHHE KOHEY-
Horo nuacronmyeckoro pasmepa JIK (¢ 40,0 no 31,9 mm).
ITpm aTOM pe3ko nporpeccupoany auararws jgesoro (JIIT)
(¢ 54,0 1o 100,2 mm) n ipasoro (ITIT) mpencepawmii (¢ 23,0/
54,0 mo 60,0/78,0 MmM), a TakKe TpOMOO3 B ITOJIOCTSX TIPE-
cepauii 1 IEroyHast TMIEepTeH3HS.
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JMunamuxa ocnosnvix IxoKI'-noxaszameneit 6owvnoii C. 3a nepuoo c 1996 no
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Tabnuya 1.  HBIX BOJIOKOH U COCYIIOB B BUJIE CKOII-

neruii 1o 10-tu u 6osee. B muokape

2002 2. JIDK m IIDK 9acTh MBIIICYHBIX BOJIO-
MNokazarenu 06.03.1996| 11.11.1997| 04.10.1999] 15.01.2002( 21.02.2002| KOH UCTOHYEHA, IPyTHUe UMEIOT HOP-
KCPrmk (MMm) 24.0 28,0 27.0 212 19.7 MaJbHbIA AuaMmerp. [uckomruiexca-
LM MBIIIEYHBIX BOJIOKOH I10 THII
KAPmK (MM) 38 38 35 33,6 31,9 BeTBieHus. [Ipu 3Tom creneHn ,I[I/IC}-,
MKTa (Mm) " 10 10 94 8,1 KOMILIEKCAIIMH MBIIIEYHBIX BOJIOKOH
3Croxa (Mm) 11 10 10 10,6 9,9 6osee BoipakeHa B DK, uem B JIK.
1 (M) 54,0 55,0 66,5 843 100,2 OOHapy>KeHBI SBJICHHS MHOLIUTOJIH3A,
EF/ES (%) 66/35 66/35 78/36 78/37 78/38 CyOCCIMEHTAPHEIC 1 CCrMEHTapHbIE
KOHTPAKTYPhI MBIIIICYHBIX BOJIOKOH. B
rr (mm) 21/42 23/54 38/74 56,2/77 60/78 MHOKap/ie MesKKeIIy104KOBOil Tepe-
JIr (Mm pt.cT.) 28 28 38 58 51 FOPJIKM UMeEJIa MECTO MUHUMAaJIbHAs
M>KI/3C 1 1 1 1,12 0,81 CTEIIEeHb JUCKOMILICKCALIMH MBIIICY-
MMIDK (r) 1445 1322 114.0 107.1 81,28 HBIX BOJIOKOH, a BBIPAXKCHHOCTb €€ B
COCOUYKOBOI MBIIIIIIE COOTBETCTBOBA-
MMMITXK (r/vf) 98,8 90,5 80 746 %41 na TakoBoii B muokapae JIK. B atom
OoTC 0,5 0,5 0,57 0,6 0,56 oTJelle MHOKapJa YepeoBaInuch

rae, KCPmx u K/IPmk - KoHEeUHble CUCTOMYECKUN U JUACTOJIMYECKUN pa3Mepbl
sieBoro xenynouka, MXKIIx - MmexokenynoukoBas neperopoaka B ruactoiy, 3Cmk -
3aHsSA CTEHKA JIEBOTO XKenymouka B nuacrony, JIIT - neBoe npencepaue, EF/ES -
(dpakunu m3raanus / yrkopouenus, [1I1 - mpaBoe npencepaue, JII - rpaaneHT napie-
HUS Ha KJ1anaHe jierounoit aprepun, MMJDK - macca MuoKkap/ia JIeBOro eiryaouka,
UMMUIIX - nnnexc maccbl Muokapza JieBoro xenynouka, OTC - orHocuTenbHas

TOJIIIMHA CTEHOK
I[Tpu peTpocHEeKTHBHOM aHAIIN3E 00palago BHUMAHHIE
CXOJICTBO KIIMHUYECKOTO TeUECHHsI CHHAPOMa 3aCTOHHOM cep-
JICYHOH HEJIOCTATOYHOCTH, & TAK)KE OHOTHITHOCTD U3MEHE-
HUH PEHTTEHOTPaM | JIEKTPOKapANOrpaM OTLa 1 JOYEPH B
Bo3pacTe ¢ 26 1o 29 Jet, 4To NPOosIBISIIOCH IPOIPECCUPYIO-
mmmM yBenmaernem JIIT n ITI1. CmepTts 60spHOI HacTyMIIA
B BO3pacTe 29 JIeT OT IPOrpecCUpyrome XpOHUIECKOH cep-
JICYHOM HEJIOCTATOYHOCTH, PePAKTEPHON K TEpaITUH.

[Tpu TecTupoBanny 00pa3OB MUOKap/a C IEIbIO OIl-
pelienieHnst BUPYCHBIX HyKJIEHHOBBIX KucioT B 11T oOHapy-
»keHa JIHK anenoBupyca. Ilpu cekBeHHpOBaHUM T€HOMHON
JHK, BeiieneHHoOM 13 muM(OIHTOB epudepmaeckoii Kpo-
BU, MyTaIlU1 B T€HE IECMIHA HE BHISBIICHBI.

Mopgonozuueckoe uccnedogeanue npenapamoes

Muokapoa

CTpoMaIbHBII KOMITOHEHT MUOKap/1a 00CIIeI0BaHHBIX
6onbHEIX cemerinoit PKMII mpencraBieH pa3imaHBIME BH-
naMu ¢uopo3a: cyOIHIOKApIMATBHBIM, MEXMbIIICUHBIM,
MIEPUBACKYIIPHEIM (pHc. 6). MHTepcTHIIMANEHBINA HUOPO3 B
TIPEICEPANSIX 1 JKEITy0UKaxX IIPEICTABIIEH B IBYX BApUAHTaX:
MIePUMH3HAIBHBIH (TPYIITBI MBIIIEYHBIX BOJIOKOH OKPYJKe-
HBI KOJUTAar€HOBBIM MaTPHKCOM) M SHIOMU3UAIIBHBIN (KaX-
JI0€ MBIIIEYHOE BOJIOKHO OKPY’KEHO KOJIJTAT€HOBBIM MaTpPHK-
coM). BrIpakeHHOCTh HHTEPCTHIINAIBHOTO M CYyOIHI0Kap-
JHabHOTO (prOpo3a O0JIbIIIe BEIPAXKEHA B IIPEICEPIHSX, YEM
B XKEJTyJJ0YKaX, COCOUYKOBBIX MBIIIIAX U MEXKEITYI0YKOBOM
neperopozke. JIoCTOBEPHBIX pa3iIW4Huii B BBIPAKCHHOCTH
TIepuBacKyIsIpHOTo (huOpo3a BO BCEX MPOAHATN3UPOBAHHBIX
oOpasiax Muokapna He BbisiBiIeHO. OOpalano BHUMaHHe
00ITBIIIOE KOJIMYECTBO COCYIOB U IPU3HAKK Nposudepanyun
KJIETOYHBIX JIEMEHTOB CTEHOK MEJIKHX COCYIOB (9H/IOTEIIHO-
LIUTOB, IEPUIIUTOB).

OTAMYHUTENEHON 0COOCHHOCTBIO CTPOMAIBHOTO KOM-
MIOHEHTA MUOKAapJa SIBISETCS PE3KOe yBEIMUYCHUE YNCIIaA
KCK, xoTtopsIe pacripesiesieHbl B MHOKAp/IE MO X0y MbIIIey-

YYaCTKHU C TUIOTHBIM W MIPABUIBHBIM
pacrioIoKEHNEM MBIIICYHbBIX BOJIO-
KOH M yJaCTKH, [JI€ MBIIICYHBIC BOJIOK-
Ha ObIIN pa3/IBUHYTbI, ICTOHYCHBI, UX
pacnonoxeHnue HapymeHno. Onpene-
JSI0CH NEPEePACTSHKEHUE MBIIIEYHBIX
BOJIOKOH, X IIOIIepeYHasi HcUepUCH-
HOCTb. COKpaTUTENBHBINA MUOKaP] IPECEPANI TEPECTPO-
eH. BeusiBneHo ycuiienne (GUOpHILIIPHOTO PUCYHKA Mpej-
CEpAHBIX MBIIIEYHBIX BOJIOKOH. BbIpaskeHHast HepaBHOMEp-
HOCTB TOJIIIIHBI MBIIICYHBIX BOJIOKOH. SI1pa )KeITyT0uKOBBIX
KMII morOMOpP(QHEL. B 0TIeBEHBIX 00JIACTIX aHAIU3HPYE-
MOT0 cpe3a BBISBIISIOCH OTHOCHTEIBHO PEAKOE PACTIONOKE-
nue saep KML 1 pe3koe HCTOHYEHNE MBIIIEYHBIX BOJIOKOH.

B muokapze npezcepauii BoISBIICHA JUCKOMITIICKCALHS
MBIIICYHBIX BOJIOKOH JIBYX BHJIOB: OT/ICJIbHBIC MBIIIICYHbIC
BOJIOKHA PACIIONIOKEHBI TI0]] YIVIOM JIPYT K JAPYTY U Iy4KH
MBIIICYHBIX BOJIOKOH, KOTOPBIE CMEIICHBI B PA3JIMYHBIX Ha-

N P G MEgPERLY G A T T
_5; I‘I'r iy d "..”- o . " ¥ W1 AU ,!, ‘... ]
L h //
'!4 1J-_J-.':::'-:‘ "J HJE"I \:
) e . 4 ‘L
|‘F;f“ i ‘Er-:‘ '5?}4 1WA & A4 e
| ,'! ',.. !I ) Y If-.‘ '-’.r,'.: i
o ‘{ Il A =y 95 L
! B o f Tl
¥ &l TN
|‘ hi Vil AU L
Tl % xi = h
’ .f""."" ! L)
I 0/ S0RE Y RS
PR L D " ! ,G '
SRR VR DAY
WEH.-" I Y Pt ‘I""" il
8 E',‘ I A g

LS |'E:':J:1;’, Y £

".:-'."l"' "y s _:.: 4 ",'I';“, i il Q“’)"
Puc. 6. Muxpogpomocpagpus. I'ucmonozuuecxkuii npena-
pam muoxapoa. Oxpacka no Ban-I'uzon. /[luckomniiex-
cauus MolUeUHbIX 60710KOH HO MUNY 6EMGICHUS.
Hpu3snaku muoyumonusa u 04az08020 UCHOHYEHUS
MolueunbIx 60710Kk0H. CIpPOManbHblil KOMROHERM
MUOKAPOa NPeOCcmasieH pa3niudHolMu 6Uoamu huoposa:
CYOIHOOKAPOUATLHBIM, MENHCMBIUUEUHBIM, UHMEPCIULU-
anvhbim. Peskoe ysenuuenue uucna cmpomanbuvix
KJ/1emoK.
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npasieHusIX. CTereHb AMCKOMITIEKCAIIH MBIIICYHBIX BOJIO-
KOH 3HAQYMTEJIFHO BBIIIE B MHOKAp/IE IIPEICepINii IO cpaB-
HEHUIO C IPyTUMH OT/ieNlaMH Muokapaa. OOHapyKeHbI sIB-
JICHUSI MHOLIMTOJIN3A U JeTIapSHXUMU3AIHN, TIepepacTsiKe-
HHE MBIIICYHBIX BOJIOKOH, CyOCerMEHTapHbIC U CErMEHTap-
HBIC KOHTPAKTYPBl, Pa3pbIBbI MBIIICYHBIX BOJIOKOH H TIepe-
XOJI B KOAryJSIIMOHHBIA HeKpo3. CTeneHb BBIPAXKEHHOCTH
9THX U3MEHEHHH TaK)Ke MaKCHUMaJIbHa B Tipencepausix. [Ipn
sToM B Muokapze JIIT game BcTpedanuch pe3ko BhIpaXKeH-
Hast TUIIEPTPO(HS MBIIIEUYHBIX BOJIOKOH U TMT'AHTCKHE TH-
neptpodupoBannsie sapa KML, a g II1 6oiree xapakTep-
HBI QUOPO3 ¥ MAOIIUTOIIH3.

Bo Bcex oOpasnax mMuokapaa MeX.Iy MBIIICYHBIMA
BOJIOKHaMH 0OHAPY>KeHBI OTJIOXKCHNS aMOP(HBIX OEITKOBBIX
Macc, TaKHe )K€ MaCcChl OTKJIaIBIBAIOTCS B IEPHAPTEPUOIISP-
HBIX MTpocTpancTBax. OQHAKO IIIOMAb OTIOKEHUH Bapbh-
PYEeT OT cityyast K cirydaro. Y BceX 00CIIe/IOBaHHbIX MaI1eH-
TOB IUIONIA/Ib OTIIOKEHHUH OEIKOBOH OKCH(BHITH-
HOHM cyOCTaHIIMN 3HAYNUTEIIHLHO OOJIbIIE B MHO-
Kap/ie IpeJicepnii 0 CPaBHEHHUIO C IPYyTUMHA
OT/ICJIaMH CEep/IIia.

Hmnpeznayusn aopvruex conamu cepeopa

JKar OJJHO HEaKTUBHOE TOYEHYHOE sIPBIILKO [2]. Bo Bcex otae-
JaX MHOKapIa OOHApPYKEHO HEKOTOPOE KOJIHYECTBO SICP
KCK, koTOpbIC OTIITHYAINCh OUYCHb OOJIBIINM Pa3MepoM, Kak
MIPaBHJIO, IMEH OBAIBHYIO (popMy. MakcuManbHas TUIO-
mrans siuep KCK komebanack B pa3IMIHBIX OTETIaX MHOKap-
naot 57,7 kB. MkM B JDK 10 88,4 kB.mxMm. B [1I1. ons snep
KCK ¢ m3MeHEHHBIM (eHoTHIIOM Kosiebanack ot 6% B co-
COYKOBOH MBIIIIIIE CIIEBA H MEKIKETYIOYKOBOU TIEPErOpo-
ke 10 17% B JIITu 15% B II1. Kak npasuio, sinpa KCK rakoit
MOP(OIIOTHH, IMEITH BRICOKOAKTUBHBIC SIPBIIIKH, COICPKa-
e Ag-rpaHylibl, 6€3 WM B COYCTAaHUHU C MEJIIKOTOYCYHEI-
MU HEaKTHBHBIMH sIpBIIIKamMu. KomraecTBo saphIiek B (he-
HoTunuueckn n3MeHEHHbIX sipax KCK BapsrpoBaio ot 3 1o
8. Hucno Ag-rpaHyi B TAKUX SAPBILLIKAX COCTABUIIO OT 2 0 5.
CpenHee 9ncIio SAPHIIICK B sapaxX (peHOTUITHYECKU U3Me-
réaHbIX KCK cocTaisuio ot 3,0+0,4 B COCOYKOBOM MEIIIIIIES
JIOK 1o 4,8+1,2 B muokapae II1. [Tnowmans sapeimexk KCK

Tabnuya 2.

CmpyKkmypHo-@)yHKyuonanbHoe cocmosmue 10ep u A0pvluiex
KJ1emoK cmpomanvhozo komnonenma oonnoiut C., 29 nem ¢ cemeinon
opmoit uouonamuueckoii pecmpuKmuHoll KAPOUOMUORAMUL.

Pe3ynbTrarsl CTpyKTYpHO-(DYHIIMOHATBLHO- OBpasLibl Mokazarernm
ro coctostaus aaep v sapbiek KCKu KM npen-  [yu okapra 1 2 3 4 5
cTaBJeHBI B Ta0I. 2 1 3. CpeHue 3HaYCHUS D10~
iy siep KCK B pasimiHBX OTIIENAX MHOKZD- nn 16,0-83,3 (42,5+2,6) | 17| 4,1£0,8 | 2,45+0,21| 3,48+0,35
J1a JIOCTOBEPHBIX pasiuuuii He umenu u sapbu- M1 15,2-88,4 (44,1£0,36)| 15] 4,8%1,2 |3,62+0,32|4,02+0,46
posaii ot 37,4 kB.MKM. B Muokapze JDK no 44,1 {ryi 22,6-57,7 (37,4+1,3) | 7 |2,8+0,21| 1,7+0,16|2,05+0,17
.M. B wiokapae I Hro Kkacaetes Apemi- | mug 15,2-77,9 (43,0£2,3) | 9 |3,8£0,94|2,34+0,21|2,58+0,36
KOBOTO amnmapara, To 0onpmuHcTBo anep KCK i i it it i i i :
coepKai 2-3 HeaKTHBHBIX, Kak rpaBmio, Men-  |MKIT 16,8-77,1 (37,6£1,7)| 6 | 4,4+0,8 |3,38+0,25|3,68+0,47|
KOTOYCYHBIX siIpBIIKA. Peske Berpedanocs 4-5u  |CMJ 18,4-63,1 (40,0+11,7)| 6 | 3,0£0,4 [2,86+0,22|2,75+0,28,
OOTbLICE YHCIO HEAKTHBHBIX AXpBtCK. [LTOWAs [ o ™06 6773 1745 431 2) | 7 |3,260,66| 2.91£0,3 | 2,8£0,17

STPBIIICK BAPHHPOBAJIa OT KIIETKHU K KIICTKE U B
npeJeNiax oJJHOTO siipa. Kak BHIHO U3 ipe/IcTaB-
JICHHBIX JAHHBIX (Ta0I. 2) CpeHee YUCIIO SAPHI-
niek B pacuere Ha aapo KCK BapbsupoBano ot
1,74+0,16 B Mmuoxapae JIK o 3,6+0,32 B muo-
kapze [1I1. B ananu3upyeMbIX cpe3ax MUOKapa
3[I0POBOTO YEJIOBEKA 0 HAIITUM JTAHHBIM BCTpe-
yatorcst equHuuHbIe siapa KCK, kotopeie conep-

rae, JIIT u I1I1 - neBoe u mpaBoe npencepaue, JOK u IDK - neBblit n mpaBbiii

KEIyIOYeK,

COCOYKOBast

MXII - mexokenynoukoBas neperoponka, CMJI u CMIT -
MBIIIIA CIIEBA U CIpaBa, 1 - TIomaab saep, MKM2, 2 - 10Jis

KJIETOK CTPOMAaJIbHOTO KOMITOHEHTA ¢ U3MEHEHHBIM (heHoTunom, %, 3 -
CpEIHEEe YMCIIO SAPBINICK B KICTKE CTPOMAaIbHOTO KOMIIOHCHTA C H3Me-
HEHHBIM (DEHOTHIIOM, 4 - 00I1Iee YUCIIO SAPBILIEK B paccueTe Ha siIpo, S -
CpPEIHss TUIOMIAb SAPBIIIEK B PACCUETE Ha AP0, MKM?,

Tabnuua 3.

CmpyKkmypho-@ynKyuonaibhoe cocmoanue aep u A0pviniek Kapouomuoyumos ooavroi C., 29 nem c cemeiinoi
dopmoit uouonamuueckoii pecmpuKkmueHoll KapouoMuonamuu.

O6pa3ub| Nokazarenu

MuoKapaa | 1 2 3 4 5 6 7 8

Jin 40 | 6,0£0,35 | 13| 2,3+0,81 8,310,49 | 32,1£2,5 | 63,94-466,0 (216,9+11,8) | 10,84+0,4
rn 41 5,9+0,8 1 1,7¢0,64 | 7,6£0,77 | 30,0£3,5 59,4-280,1 (188,4+10,5) 8,71£09
JDK 27 | 210,23 | 6 | 1,16+£0,82 | 3,26+0,27 | 12,114 | 41,12-260,2 (111,5£6,03) | 5,88+0,36
MK 23| 3,0¢0,31 | 10| 2,26+0,7 | 7,26+0,65 | 16,0+1,7 | 56,83-396,5 (147,0£12,1) | 8,0+0,72
MK 20 [ 3,1%0,7 1 1,6£0,64 | 3,320,25 | 16,4+1,07 | 49,23-246,5 (128,4+7,29) | 7,2+0,48
CMIJ1 27 | 310,86 | 20| 1,56+0,4 | 4,6+0,42 9,8+0,85 48,4-276,7 (114,11£5,87) 7,8+0,6
CMI1 23 | 3,85+£0,56 | 12,0] 2,0+£0,3 | 4,85+0,41 | 10,1+0,71 41,5-280,1 (122,116,9) 6,8+0,7

rae, JIITu III - neBoe u mpasoe npencepaue, JOK u IDXK - neBsrit u npassbiif sxxemynouex, MXKII - MmesxoxeTy109KkoBas mepero-
ponka, CMJI u CMII - cocoukoBas MBbIIIIIIA CIeBa U CIIpaBa, | - 70 siiep, CoAepKaux MUKPOSIPHIIIKH, 2 - CPeTHEE YUCIIO
SIIPBIIIEK B paccyeTe Ha SAPO, 3 - MO SIAEP, COACPIKAIINX KOJBLEBUIHBIC SIPBIIIKH, %, 4 - CpelHee YNUCIIO SAPHIIICK B
paccuere Ha AApo 6e3 ydeTa MUKPOSIPHIIEK, 5 - o0IIee YnuciIo SApbIIEK B paccueTe Ha S1apo, 6 - CpeaHss IUIomanb
SIAPBIIIEK, MKM?2, 7 - IJIOIIA/b SAep, MKM?, 8 - cpejiHee Yrciio Ag rpaHyJl B paccyere Ha spo.
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BapbupoBana ot 2,05+0,17 k. mxm B Muokapae JDK 1o
4,02+0,46 kB.MxkM B Muokapze I1I1.

OTtnrunTensHo ocobeHHOCThI0 MuoKapaa JOK sBist-
nock Hanmune MoHoMop¢HbIX siiep KMI[ otHocHTEnbHO
HeOO0JIBIIOTo pa3Mepa (MUHIMAabHAS Io1oma s ssaep KMI]
T10 JIAHHBIM MHKPOMOP(GOMETPHUN BapbupoBaja B Pa3iand-
HBIX oTzesax Muokapaa ot 41,1 kB.mxm B JIXK 110 63,9 kB.MKM
B JIIT) m kak BuHO 13 TaOII. 2 11 3 ObLIa COMTOCTaBUMA C TIOKa-
3aTereM IIomaau peHoTunnaecku n3MeHeHHsbIX suep KCK.

INokazatens cpenneit miomanu sinep KMII w3 JITT npu-
OJIM3HUTENBHO B 2 pa3a BhIIIE YEM aHATIOTHYHBIH ITOKa3aTelb
B Muokapae JDK (216,9+11,9 kB. mxM. mpotus 111,6+6,0 k8.
MKM.), COOTBETCTBEHHO. B MHOKape npeacepanii ooHapy-
>keHbl rurantckue siipa KML] oBanbHOM (DOpPMBI € TEpUHYK-
JIeapHBIMU BaKyOJIIMU 1 MHOKE€CTBEHHBIMU MUKPOSIIPBILLI-
kamu. [Tmormap Takux simep mocturana 466 kB. MM (!!1)

Baxwoit ocobenHocThIO simep KMI Bo Bcex 0Opasiax
aHAIM3UPYEMOTo MHOKap/a 00bHbIX cemeiinoit PKMIT siB-
JISIETCSl aTUITMYHOE PACIPEICIICHHE apreHTOPHIBHOTO Ma-
TepHaa B sipe (B BUJIC TOUCK PA3TMIHON (POPMBI M BEJTNYH-
HBI) WJIH OOJIBIIIOE KOJIMYECTBO «MUKPOSIPBILIEK» (pUC. 7).

B wactu simep «MUKpOSIPBIIKI) UMEIOT nddy3HOE
pacrpenienieHne, B APYrUX - 00pa3yloT CTEpP)KHEBUIHBIC
ctpykrypsl. Jois saep KMLI conepxaiux «MUKPOSIPHILI-
KH» BapbUpOBala B Pa3IM4YHBIX OTJENAX JKEIyZOYKOBOIO
muokapna ot 20% 1o 27%, MakCHMaIbHOE KOIIMIECTBO Ta-
kux siaep BoisiBieHa B JITT (40%) u T111 (41%). Uncno «Muxpo-
SIIPBIILIEK» BapbUPOBAJIO OT KJIETKHU K KIeTke oT 1 1o 17 B
pacu€re Ha Aapo.

CpenHee Yucio «MUKPOSAPBIIICK» B pacueTe Ha SApo
s)kerynoukoBoro KMI] koe6anocs ot 2,140,23 B Muokapme
JIXK mo 3,85+0,56 B cOCOYKOBOIT MBIIIIIE CIIpaBa, HANOOIb-
11ee Koln4aecTBo 0OHapy»keHo B rpeacepaasix KMIL 6,0+0,35
B JIITu 5,9+0,8 B I1I1, coorBeTcTBeHHO. [TogaBsromee 60b-
muHCTBO saep KML Hapsany ¢ «MUKpOSApBIIIKaMm COAep-
JKaJTU SIAPBIIKN OOBIYHOM MOP(OTIOTHH, BKITIOUAS SIIPHIII-
KH KonbLeBuaHOM opmbl. o simep KMI, comeprkammx

N

Puc. 7. Muxpogpomozpagus. I'ucmonozuueckuii npena-
pam muoxkapoa. Umnpeznayusa a0pviuiex conamu cepe-
opa. Aopa kapouomMuoyumog ¢ «MUKpOAOPLIULKAMUY.
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SIIPBIIIKA KOJIBLEBUAHON (DOPMBI KOJIeOaIach B pa3IMuHbIX
otzaenax Muokapzaa ot 2% 1o 13%.

Konmuectso siapeiniek 00braH0# Mopdonorun B KMI]
xoneonercst ot 0 10 7. CpenHee YKCIo TaKKX SIPBIIEK BapbH-
pyerort 1,16+0,82 B JI)K 10 2,3+0,81 B JIIL. Unciio Ag-rpanyn
B OJTHOM SIIPBIIIKE BapbUpyeT B ipeaenax ot 2 1o 13. Cpen-
Hee KOJIMYEeCTBO Ag-TpaHyil B sIIPBIIIKaxX 00bIYHON MOpho-
sorun pacuete Ha sapo KMI] cocrasisino ot 5,88+0,36 B
muokapne JIK o 10,84+0,4 B muokapze JIIT. BaxHo otme-
THUTB, YTO CPEIAHEE KOJIMIECTBO AZ-TPAHYII B SIPaX SKEeITyA04-
koBbIX KMII o0ctenoBaHHOM 00IBHOI ¢ ceMeHOMH (hopMOi
PKMII menb1ie, ueM y 00ciieJOBaHHOH IPYIIIBI TPAKTHIEC-
ku 310poBbIx Jmmil (8,0+0,4) [8].

Takum o6pas3om, y obcieoBaHHON O0JIBLHON MaKCcH-
MaJlbHasl BRIPaKEHHOCTB M3y4JaeMbIX MTOKa3aTeneH (Tromaip
saep u sapeiek KMI u KCK, konuuectBo siaphliiek U
«MuKpostapeIiiex» B siapax KMI, a Takke konndaecTBo Ag-
TpaHyIl B pacyeTe Ha S/1po0), 00HapY KEHbI B MUOKap/Ie Ipea-
cepanii (110 CpaBHEHUIO C MUOKApIOM XKexyaoukoB). [Tpun-
LUMAATBHBIX OTIMYUH MEXTy OCHOBHBIMH XapaKTepPHCTH-
KaM# MOp(OQYHKIIMOHATIBHOTO COCTOSTHHSI MUOKap/1a 1 M3Y-
YaeMBIMH ITT0Ka3aTesIMUA CTPYKTYPHO-(PYHKIIMOHAIBHOTO
cocrostaus saep u sapeiek KM u KCK npexcepanoro n
JKEITYZJ0UKOBOTO MHOKap/ia y BCeX TpeX 00C/IeJOBaHHBIX ITa-
nueHToB ¢ uauonarudeckoir PKMII He oOHapyskeHO.

napamut muoxapoa. OKpacka 2emamoKkCcuiIun-303uH. a)
Muokapo negozo scenyoouka. 6) muoxapo 1e6020 npeo-
cepous. Tonuwuna mpluieynbvlX 6010KOH U pazmep a0ep
npeocepoOHbIX MUOYUNLOE 3HAUUMETbHO HPEBOCXO0UM
AHAI0ZUYHbIE NOKA3AMETIU HCETIYOOUKOBBIX MUOUUM OB,
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Bo Bcex ciydasx 1o pesysbraTam CelUalIbHbIX HCClie-
JIOBAaHWH THCTOJIOTHUECKHX IIPErapaToB MHOKapaa ObLIN
HCKIIIOYEHBI TeMOXPOMaTo3 (IOKa3aTeIn 0OMEeHa Jkele3a B
npeesax HOpMbl), aMHIION103 (OTPHLATEIbHAS PEaKIus
Konro-port, mpocMoTp mpenapara B MOJISIPU30BAHHOM CBe-
T€), CApKOMJ103 U IPYTHE PEAKNE TPUINHBI HAPYIICHHS Ana-
CTOJIMYECKON (DYHKIMHU IO PECTPUKTUBHOMY THILY.

OBCYXXJIEHUE PE3YJIBTATOB

[Tarorenes nanonaruyeckoir PKMII octaérest HeBbIsc-
HeHHbIM. Cpeu nccief0BaHuH, MOCBIIMIEHHBIX H3YUCHHIO
MEXaHHU3MOB, OTBETCTBEHHBIX 32 PUTHIHOCTH MHOKapa,
6o0IbITIOC BHUMAHHE YACISETCS aHATIU3Y CTPYKTYPHBIX KOM-
MOHEHTOB AKCTPANEIUTIOISIPHOTO MaTPUKCA, B YaCTHOCTH,
Pa3IHYHBIX TUIIOB KOJUTareHa M MAaTPUKCHBIX METAJIONPOTe-
nHa3 [22]. HecoMHEHHO, )KECTKOCTh MUOKAPIa MOBBIIIACTCS
B CUTYAIlIH, KOT/Ia HAKOIUICHNE KOJUIareHa MPEBhIIIAeT ero
nerpanarnuio. T.Hayashi et al. (1998) npennosararot, 4to
MEXaHU3MBbI TaTOJIOTUYECKOM PUTHIHOCTH CEPAEUHOI MBIIII-
el ipu uanonarnyeckoir PKMIT o0GycnoBieHb! yBearueH-
HoU mpoxaykuueit komareHos | u 111 Tunos u aucnponopuu-
OHAJIBHBIM YBEJIMUEHHUEM KOJUTareHa TPEThEro THIA 0 CPaB-
HEHUIO C TIEPBBIM [22].

B Muokapme 00cie10BaHHBIX 0OJIbHBIX BBISBIISIOTCS
pasnu4Hble BUABI GuOpo3a (MEKMBIIICUHBIN, TEPUBACKY-
JISIPHBIN, CyOIHIOKApANAIbHbIN) U PEHOMEH JIUCKOMILICK-
CaIlMH MBIIICYHBIX BOJIOKOH, YTO COBIAJIACT C pe3yIbTaTaMU
AQHAJOTHMYHBIX MCCIICIOBAHMI IPYTHX aBTOPOB [23, 24] 1 noc-
TaTOYHO YaCTO BBIABIETCS NP PA3TNUHbIX epBUYHBIX KMIT
U, B IEPBYIO 04epeb, mpu runeprpoduueckoit KMII[1, 15,
25,26].

OOHapyKCHHBIC Y 00CICIOBAHHBIX OOJIHBIX YBEIIH-
yerue koanyectsa KCK B aHaIM3MpyeMbIX MOJSX 3pCHUS B
BUJIE OTIIEIIBHBIX CKOTUICHUH, I3MEHEHUSI X KIIETOYHOTO (he-
HOTHUIIA ¥ XapaKTep paclpeieleHus] B MUOKap/e SABISIOTCS
BBICOKOCTIEITU(UIHBIMH, TaK KaK y 00CIeI0BaHHBIX paHee
60BbHBIX ¢ BTOpUYHBIMU U TiepBu4HBIMA KMII mono6HbIe
M3MEHEeHHUs OTCyTcTBOBanu [15, 21, 27, 28]. KapnuansHsie
(hudpOOIACTHI SBIISIOTCSI OCHOBHBIMHE KJICTKAMHU-ITPO/TYIICH-
TaMH OEJTKOB IKCTPALICIUTIONIIPHOTO MaTPUKCa, IPEK e BCe-
IO KOJUIAareHa, a TAKKe Pa3JIMYHbIX POCTOBBIX U TPOHUUECKUX
(haxTOpoB.

B muokapze 6onbHbIX uanonaruueckoir PKMII ¢ ox-
HOW CTOPOHBI, 00Hapy>keHO Oombinoe komudecTBo saep KCK,
COZIEPIKaIIMX OT 2 JI0 5, peske O0IbIee KOTNIeCTBO HEAKTHB-
HBIX saapeimek. C apyroit Bersienena nomyrsus KCK, pas-
Mep siiep KOTOPBIX COMOCTaBUM C Pa3MepOM HEKOTOPBIX
MHOIUTAPHBIX KJIETOK, COACPIKAIINX 1 HEAKTHBHBIC MEJIKO-
TOYEUHBIC SIPBIIIKH U BEBICOKOAKTHBHBIE SIIPBIIIKH OOBIIO-
T0 pa3Mepa ¢ Ag-rpaHynaMu, WU TOJIBKO BEICOKOAKTHBHEIC
AAPBIIIKH. MeXaHU3MBbI, OTBETCTBEHHEIE 32 [€TEPOTCHHOCTh
MeTabOoIMYeCKON aKTUBHOCTH M/UITH aKTHBALIMIO SIIPBILIKO-
Boro anmapara KCK muokapa 6onsabx PKMIT HE n3BecT-
Hbl. JlokazaHo, uTo konuuecTBo nHTephasubix Ag-SIOP-6e-
KOB CTPOTO CBSI3aHO C aKTUBHOCTHIO TpaHckpumiwn p-PHK
pubdocomansHOTo OMoreHesa [9]. B npyrux nccienoBaHusx
MOKa3aHa CBA3b MEXKJy MOBBIIMICHHOH 3Kcmpeccueit Ag-
SIOP-6enKoB 1 yBeNTH4YEHHUEM SKCIIPECCHH SEPHOTO aHTHU-
reHa nposudepupyroieit kietku PCNA [3], a Takke Mapke-
pa nponudeparmu pKi-67 [10]. C apyroii CTOpOHbI Ha KJIET-
Kax SIUTEIUsI ObLIO TIOKA3aHO, YTO OEIIKH IKCTPALICIITIONSP-
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HOTO MaTpuKca (KOMIIOHEHTHI 0a3a1bHOH MeMOpaHbI, B Ya-
CTHOCTH, JAMMHHHBI) BJIMSIIOT HA PACIIpe/ie/ICHUE HyKJICOJIH-
Ha, ¥ 3TO TAK)K€ MOJKET SBJISITHCSI PAHHUM CHTHAJIOM K KJIe-
TouHOH nporudeparmu [11].

[TprHIMNIMaTBHOE 3HAYEHHUE JAHHBIX, TOTYUYCHHBIX B
HACTOAIIEM HCCIICJOBAaHUN 3aKJIIOYACTCs, C OJHON CTOPO-
HBI, B 00HAPy>XEHUN B MUOKap/ie OOTBbHBIX MIHOIIATHIECKON
PKMII ¢penorunmueckn n3menénnsix saep KCK 6onbmroro
pasmepa ¢ pU3HaKaMM aKTHBAIMy sipbimek u sinep KCK
0OBIYHOTO pa3Mepa, coaepKamux 3 u 6oee HeaKTUBHBIX
sapseiiek. C Apyroi CTOpOHbL, 0TMEYAETCsl HUINYNE MOHO-
MopdHBIX saep KML, momaas KOTophIX cornmocTaBuMa ¢
AQHAJIOT'MYHBIM MOKa3aTeaeM (PeHOTHITHMYECKH H3MEHEHHBIX
snep KCK u mpr3HakoB HapyneHUs OeTOKCHHTE3UPYOILe-
To armapara (SIpBIIIKHA KOJIbLEBUIHON (GOPMBI U aTUIIHY-
HOE pacrpe/iesieHue apreHTo(QUIBHOT0 MaTepHaa B siipe B
BUJI€ «TOYEK» HENPABUIBHOW (POPMBI MIIN HATUIHNE «MHK-
POSIIPBIIIICK» ).

3HauUTENbHAS TETEPOreHHOCTh METa0OIMYECKON aK-
tuBHOCTH sinpbiek KCK, no-sBunumomy, oTpaxaeTr Moy-
JSAIMIO WX NponrdepaTnBHON (GYHKINU U MATPUTEHHOT'O
s¢dexTa, KOTOpble B KOHEYHOM UTOTe€ OTBEUYAIOT 32 BhIpa-
JKEHHOCTh (prOpo3a, a TaKKe OTPaKaIOT HETPEPHIBHOCTH
3TOTO MpoIlecca B MUOKap/ie 00CIIeI0BaHHBIX OOJIBHBIX WU~
onaruueckoit PKMII [12]. Panee, ¢ mnoMo1ib0 UMIpertHa-
UM SAPBIIIEK CONISIMU cepeOpa, HaMu ObLIIO BBISIBIICHO YBe-
myenue aktuBHocTH sipbimek KCK B rutane cunTesa u co-
3peBanus p-PHK u MHOTOOOpa3ue pudbposa B Muokapzae
HEKOTOPBIX OOJIBHBIX 00CTPYKTHBHOM rUIepTpoduiaeckon
KMII. ¥ stux OonbHBIX npeobnananu sapa pudpobdiacto-
MOOOHBIX KJIETOK, COJICPIKaBIINE AKTUBHBIC SAPBIIIKH, pa3-
JIUYalommecs 1o Koiuu4decTBy Ag-rpanyn cepebpa. Ilpn
3TOM B MHOKap/ie Y4acTKH I'pyOOBOIIOKHUCTOM cOeIMHH-
TEJIBHOW TKaHU Yepel0BAIINCH C YIaCTKAMH HEXXHOBOJIOK-
HUCTOH COCTMHNTEILHON TKAHN C TOHKUMH KOJUIAT€HOBBI-
MU BOJIOKOHIIAMH, COOTHOILICHHE MEXKIY ATUMH PA3HOBH]I-
HocTsIMH (HOpO3a BapbUPOBAJIO OT Clydas K CIydaro B
IIpezesax oHOT0 MHOKapAa.

B muokapae 6ompHbIx PKMII 00HApYyskeH BBIpaKeH-
HBIH (UOPO3, MPEICTABICHHBIH B OCHOBHOM I'pyOOBOJIOK-
HHCTOH COETMHNTEIbHOMN TKaHb0. OHAKO HEKOTOPOE CXOI-
CTBO M3MEHEHUI METa0OINUECKOM aKTHBHOCTH SICPHO-511-
puimkoBoro anmapara KCK npu pasnnyHbIX mepBHYHBIX
KMII MoXeT sIBISIThCSI KOCBEHHBIM CBUJIETEIIHCTBOM BTOPHY-
HOCTH M3MEHEHUH CTPOMAJILHOTO KOMIIOHEHTA 110 OTHOIIIE-
HUIO K IEpBUYHO 3MeHeHHbIM KM,

Hamane B Muoxape o6ciieoBaHHBIX OOTBHBIX TOMO-
T€HHO-TVIBIOYaTON OKCU(HITEHOM CyOCTaHIINHM SIBIISIETCS BaXK-
HOW MPUHIUITHAIEHOW 0c00EHHOCTHI0. C OJTHON CTOPOHEI,
HaJIMYHe 3THX MacC, BO3MOXKHO, SIBJISICTCS CIICICTBUEM TIEp-
BUYHOTO Ae(heKTa OeTKOBO-CHHTETHUECKOH (PyHKIINT MHO-
Kap/a, a ¢ APYroi - HeJb3sl UCKIIOUUTH BIUSIHUE OKCH(DHITh-
HOI cyOcTaHIMM Ha M3MEHEHHE (U3MKO-XMMHYECKHX
CBOMCTB 3KCTPALCIUTIONIIPHOTO MaTPHUKCa, B TIEPBYIO OUe-
pelb, KoJUTareHa, a Takyke Ha CTPYKTypPHO-(DYHKIMOHAJIBHOE
COCTOSTHHE SII€P W SIPBIIICK, HAa YPOBEHB IKCIIPECCHH ap-
TeHTO(HIBHBIX OSITKOB 00IACTEH SAPHIIIKOBBIX OPraHU3aTO-
poB kak B KMI], Tak u B KCK. B noarsepsxaeHnu 5ToMy MOX-
HO OTMETHTB, YTO HYKJICOJIMH MOXET JICHCTBOBATh KaK pe-
LENTOP HAPYXXHOH KJIETOYHOH MeMOpaHbl, KOTOPbIH 00ec-
MIEYMBACT MEXAHU3M BHEKJICTOUHOH PETYISIMN COOBITHH,
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[IPOMCXOSIINX B sizipe [32], a SKCTpaLeILIIOSIPHBIA MaTPUKC,
B CBOIO OY€PEIb, BIHSICT HA SIPBIIIKOBBINA MeTa00IH3M [ 33,
34]. MHOTO(hYHKIIMOHATHHBIH OCTOK SAPHINIKA HYKICOTHH
SIBIISIETCSI JIMTAHJIOM aJI'€3UBHOI MOJIEKYJIbI L-cenexTnHa n
€My OTBOJUTCSI 0c00ast POJIb B MEXaHU3ME MEKKIIETOUHBIX
B3auMoeicTBui [35].

HeGomnbI1oe KoJmuecTBO KONBIEBUIHBIX SAPBIMIEK IO
HAIlIMM JJAHHBIM BCTPEYaoCch Y OOJIBHBIX ¢ O0CTPYKTUBHON
runieptpodraeckoit KMIT [15, 36]. [To maenmto JI.M.Hemom-
Hmwx 1 ap. (2000), KONMBIEBUTHBIC SIPBIITKH TPECTABIISIOT
HecTiennpUIeCKUi BU TATOIOTHH SIIPBIIIEK, KOTOPBIH BO3-
HUKaeT IIPH TTOJJABJIICHUH CHHTE3a OCJIKOB Ha YPOBHE TPaHC-
KPHIIIINH, B TOM YHCIIC B PE3YJIbTaTe BO3ACHCTBHS aHTPallUK-
JIMHOBBIX AHTHOMOTHKOB, & TaKKe HapyIICHUH IPOLECCOB
TpaHcIsyH, ocTpoM nepunute ATO u T.1. [37]. DeHomMeH
«MUKPOSIIPBIIEK» ¢ AU Qy3HBIM PACIIPEACIICHUEM B S/IPE, a
TaK’Ke B BUJIE CTEP)KHENOI00HBIX U3BIIIMCTBIX CTPYKTYP BbI-
SIBJISUICS] B PA3JIMYHBIX OT/IENAX aHAJIN3UPYEMOT0 MHOKap/a 1
reres ero npu PKMII tpeGyet yrouneHus. S AphIIKe Takoi
MOP(}OIIOTHH OTCYTCTBOBAIIN Y 00CIICIOBAHHBIX HAMH paHee
37I0POBBIX JINII HALIUEHTOB C APTEPHAILHBIMHU THIICPTCH3UAMI
pasznmaHOTo reHe3a [21] u ueMudeckoii Oore3HbI0 cepara
[27], o6cTpykTuBHO# runeprpodryaeckoit KMII [15] n uano-
niatndeckoi nunaraunonHort KMIT [28].

Cxonnble n3menenus sapeimiek KMII onrcanst B.Le-
blanc et al. (1991) B MHOKape SKCIIEPUMECHTATBHBIX JKU-
BOTHBIX ITPY BO3JICHCTBUN TOKCHUECKUX J103 JIOKCApyOHIIH-
Ha [38]. ABTOpHI IpeIonaararoT, 9TO B OCHOBE 3TOTO (heHO-
MEHa JIOKUT JePEKT SIPHIIIKOBOTO 00BEJMHEHNS, KOTOPBIN
MIPUBO/INT K HAPYILICHUIO CHHTE3a OelKa. AHAJIOTHIHOE pac-
IIpeiesieHue apreHTo(QMILHOT0 MaTepraia B BUIE «TOUCK»
OTIMCAHBI B YCJIOBHSIX KJIETOUHBIX KYJIBTYp IOCIE BO3CH-
CTBHSI HA HUX TEHOTOKCHYECKUX (PaKTOPOB M HHTHOUTOPOB
0EeJIKOBOTO CHHTE3a.

Paznuuus cTpyKTypHOH nepecTpoiiku MHOKapja, a
TaKKE CTPYKTYPHO-(PYHKIMOHAILHOE COCTOSIHUE SIIEP U S/
PBILIEK KEITYIOYKOBBIX M MPEICEPIHBIX MUOILUTOB MOTYT
OTpaXkaTh 0COOECHHOCTH BIIMSHUSI FTeMOJMHAMHIECKUX (haK-
TOpOB. MHOKap/ npeicepaAnii, KOTOPOMY CBOWCTBEHHA T10-
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BBIIIICHHAS PACTSKUMOCTb, UCITBITHIBACT ITOCTETIEHHO ITPO-
IPECCUPYIOIIYIO HAarpy3Ky IaBICHUEM U B CUCTOIY, U B ANa-
cTomy. B To e BpeMst MHOKap/ KEITyI0YKOB HCIIBITHIBACT
HeperpysKy AaBIeHHEM TOJIBKO B IMACTOIY U B OCHOBHOM B
¢azy nexommencary. [103ToMy MOXHO IPEIITOI0KHT, 4TO
YBEJIMUCHNE TUIOMIAN Sep, aKTUBALUs pruOOCOMaIBHOTO
OroreHesa (YBEJIMUCHHUE YHCIIA SIAPBIIICK M KOJINIeCcTBa Ag-
rpanyn) B npencepaabx KML o cpaBHEHHIO C 5KeITyJ0uKo-
BBIMU SIBJISIIOTCS BTOPUYHBIMHU B OTBET HA MPOTPECCUPYIO-
LIYIO TIEPErpy3Ky JaBlicHHEM. BiansHrueM remoarHaMuydec-
KHX (DaKTOPOB MOXKHO OOBSICHUTH HECKOJIBKO OOJIBIIHUH pa3-
Mep stmep KMIT u3 ITK mo cpasrenuto ¢ JDK. Heobxoanmo
MOAYEPKHYTh, YTO CTPYKTYPHBIC H3MEHEHHSI SIIPBIIIEK B OT-
BET Ha TEMOANHAMUYECKYIO TIEPErPy3Ky ITPOUCXOIAT B yC-
JIOBUSIX HapyIICHHUs OCJIKOBO-CHHTETHYECKOW (DYHKIMH B
KMII u momymsitun atoi pyrkimy B KCK.

Kaxkast posb, TOMHMO BO3MOYKHOTO IIUTONATHYECKOTO
a¢dexra, oTBoguTCs nprcyTcTBrto JJHK BupycoB B Muo-
kapyie 111 6e3 TornoTHNTEeTEHBIX HCCIIeIOBAaHMIA CKa3aTh CIIOK-
Ho. [Tomy4eHHBIE pe3ynbTaThl COIIACyOTCS C Oy OTMKOBAH-
HBIMH paHee JaHHBIMH, CBHJICTEICTBYIOIINMHI O JIOKaJIb-
HOM IPUCYTCTBHH BUPYCHBIX HyKJICHHOBBIX KUCIIOT B MHO-
kapue [40]. VI3BecTHO 00 OTHOCUTEIHHO OOJIBIION YAaCTOTE
BoIsiBIIeHMS (28%) anenoBupycHoit JIHK y 601bHBIX ¢ 3HI0-
KapAHaIbHBIM (HOPO3IIACTO30M, OHAKO Y 00CIIeJOBAaHHON
00JIbHOM MaKpO- 1 MUKPOCKOIMYECKHE IPU3HAKH B ITOJIB3Y
MIEPBUYHOTO M BTOPUYHOTO SHI0KApIHaIbHOTO (hrbposia-
cro3a orcyrcTBoBaiu [ 10].

Takum 00pa3zom, pe3ysIbTaThl HACTOSIIIETO NCCIIEA0BA-
HUSI U CBEJICHUSI JINTEPATypPhl CBUICTEILCTBYIOT O BXKHON
MIaTOreHETHYECKON POJIM CTPYKTYPHOM IIepeCcTpONKH SIIPhI-
IIEK U SKCIIPECCUU MHOTO(QYHKIIHOHAIBHBIX apTCHTO(MIIb-
HBIX SIPBIIIKOBBIX (POCHONPOTEHHOB MBIIICYHBIX U KIIETOK
CTPOMAJILHOTO KOMIIOHEHTa B o0OecreueHnn crnenuduyec-
KOTO KJICTOYHOTO (DeHOTHIIAa MUOKApAa MPH MIHOIaTHIeC-
KOI peCTPpUKTHBHOH KapJMOMHOIIATHH H, TIO-BUIUMOMY, OT-
pakaroT HapylIeHHE OCJIIKOBO-CHHTETUYECKOH (YHKINU B
KapAMOMHOIUTAX U MOMYJISIIMIO 3TON (PYHKINH B KIJIETKaX
CTPOMAJILHOTO KOMIIOHEHTa MHOKap/ia.
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CTPYKTYPHO-OYHKIIMOHAJIHA 51 XAPAKTEPUCTUKA MHUOKAPJIA BOJIBHBIX MJIMOITATUYECKOM
PECTPUKTHUBHOM KAPJJMOMUOITATUE
A Tvoxosa, E.H.Cemepnun, E..Bapanosa, H.Il. Macnosa, O.B.Boponosa, C.E.Co3un, A.A.Kocmapeasa,
A.H.Kpymuxos, C.A.Ilpowun, I1.A.9exanos, FO.A. Tuxonosa, X.K.Amunesa, M.I Pvibakosa, T.Sejersen, E.B.IlInaxmo

C 11e7Ib10 U3YYCHHUS CTPYKTYPHO-(DYHKIIMOHAILHOTO COCTOSTHHSI MUOKAP/a, SIEp U sApbIIek KapauomuormTos (KMII)
1 KJIeToK crpoMaibHoro komnonenTa (KCK) 0onbHBIX nponarnueckoit pecTpukTuBHO kapanomuonarueid (PKMIT) oGcre-
JI0BaHO 3 manuenTa. MarepuaaoM JUIsi MUKPOCKOITHYECKOTO NCCIIEA0BAHMS IO CITYXKHIIN 00pa3Iibl SKCIPECC-ay TOTICHI Tpe-
CEepIHOTO M JKEIYA0UYKOBOTO MUOKap/a. Pa3BepHyTOE KIMHUKO-MHCTPYMEHTAIFHOE 00CIIEIOBAaHNE BHITIOIIHEHO Y OOJIbHOM
C., 29 ner, ¢ cemeiinoii popmoit PKMII. Ilepron nabmonenns coctasui okoso 12 siet. [TpoBoanmck sxokapauorpagdudeckoe
HCcIeJ0BaHNE (BBITIOJIHSIIOCH 110 CTAHIAPTHOMY IIPOTOKOITY, BKITFOYast M-MOJalIbHbIN, IByMEPHBIN U JOTIIIIEPOBCKHUH pe-

KHUMBI), peHTreHorpadus rpyaHoi xierkn, OKI, XxonTepoBckoe MOHHTOPHPOBAHUE.

KJIMHUKOMN

v ABYX JPYI'MX MalKUCHTOB C
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TSDKEJIOM 3aCTOMHOM cep/IeYHON HEJOCTATOYHOCTBIO B TEUEHUH 3 MOCIEAHUX JIET )KU3HU Juarno3 nauonatudeckas PKMIT
ObUI IIOCTABIICH TOJIBKO IIPH CEKIIHOHHOM HCCIICIOBAaHNH.

Unenruduxanuro BupycHot JHK/PHK B muokapse 60mpHO# C., OCYIIECTBIISIIN C IIOMOIIBIO TOJTUMEPA3HOH Ie-
HOH peakiuu. Onpeesiii OCHOBHBIE KapAXOTPOIHBIC BUPYCHI (SHTEPOBUPYCHI M aJICHOBUPYCHI), @ TAK)KE BUPYCHI Tela-
tuta C, B u D, npocroro repneca uenoseka, Dnmreiina-bapp u untomeranosupycsl. CekBeHuposanue renHomuoit JJHK,
BBIJICJICHHON M3 TUM(OIUTOB NeprdepruuecKoil KPOBH BBIIIOIHEHO C EIbI0 HCKITIOYCHNS] MYTAllMK T'eHa lecMHuHa. Bo
BCEX CITy4asiX BBIIIOJIHEHO MCCIICIOBAHHE THCTOIOIMYECKHX IIPENapaToB MUOKap/ia C HOMOIIBIO TeMaTOKCHIIMH-2031Ha, IO
Ban-I'n30H 1 nMnpersanys sApbIek coisiMu cepedpa. OneHka SKCIpeccHy apreHTo(IBHBIX OSIIKOB SIIPBIIIKO00pasyro-
KX PaiOHOB IPOBOMIIACH METOIOM UMITPETHALINH SIAPBIIIEK coisiMu cepedpa. Ilocnenyrommii ananm3 Matepraia npoBo-
JIAITA C TIOMOIIBEO CBETOBOTO MHKPOCKOIIA, UCTIONB3Yys 00hekTrB 100X, okymsap 10x. B kaxmom cnydae ananmuzuposaiu 200
snep KMI u Takoe xe konudectBo aaep KCK. PaccuntsiBanu cpeanee uncio Ag-rpaHyi U CpeiHee KOIMIeCTBO SAPBIIIEK B
pacuere Ha simpo KMII n KCK ¢ momonisio MeTonia Mukpomopdomerpun Ha cucteme Axiolat Videotest. Mopdomerpuuec-
KOE HCCIIeJJOBaHNE TaKxkKe BKIIIoYaso onpenenenue miomau saep KMI n KCK, a Taxske ritommaam v KoJIMdecTBa sSApbIIIeK B
pacuere Ha sipo KMIL n KCK. OcymecTBisiin rmoacyeT yucia Ag-rpanyin cepeOpa B sIIPhIIIKaxX U KOJINYECTBO «TOUCK
ATHITUYHO PACIIONIORKEHHOT0 apreHTO(MMIBHOTO MaTepHaa WM «MUKPOSAPBIIEK» B siape KMII,

VY GonpHOI C. MakcHMMalbHasi BRIPaKeHHOCTh N3ydaeMBbIX Mokasarenei (momans siaep u speimek KMI n KCK,
KOJIMYECTBO SIAPBIIEK M «MUKPOSIAPBIIEK» B ssapax KMLL, a Taxske kommuecTBo Ag-rpaHyi B pacueTe Ha spo), OOHapyKEHBI
B MHOKap/e npeacepauil. [IprHINIHATBHBIX OTIHYHN MEX Ty OCHOBHBIMHU XapaKTepUCTUKaMU MOP(HODYHKITMOHATEHOTO
COCTOSTHHSI MHOKap/a U M3y4aeMbIMU [I0KA3aTeISIMU CTPYKTYPHO-(QYHKIIMOHAILHOTO COCTOSIHUS siiep u sapbiiek KMI n
KCK nperncepHoOro u xexyJJ04KOBOTO MHOKap/a Y BCeX Tpex 00CiIe0BaHHbIX MallMeHTOB ¢ uauonarundeckoir PKMII ne
0oOHapy»xeHO. Pe3ynbraThl HACTOSIIETO HCCIIEA0BAHMS M CBEJICHUS JINTEPATYPhI CBUICTEIBCTBYIOT O BAXKHOH ITaTOTCHETH-
YECKO PO CTPYKTYPHOH IEPECTPONKH SIAPBIIIEK M IKCIIPECCHU MHOTO(YHKIMOHAIBHBIX apPTeHTO(HUIIBHBIX SAPBIIIKOBBIX
¢dochonporenno KMI] u KCK B ob6ecniedennn criennpuueckoro KJIeTo4HOro )eHOTHIIa MHOKap/1a IIPH UMOIIaTUYeCKOM
PKMII u, no-sBuauMomy, OTpaskaroT HapyleHue 0eikoBo-cuHTeTnyeckor GyHkiun B KMI u moayssinuto 31oit GpyHKImy B
KCK muokapna.

STRUCTURAL AND FUNCTIONAL CHARACTERISTICS OF THE MYOCARDIUM IN PATIENTS WITH
IDIOPATHIC RESTRICTIVE CARDIOMYOPATHY
A.Ya. Gudkova, E.N. Semernin, E.I. Baranova, N.P. Maslova, O.V.Voronova, S.E. Sozin, A.A. Kostareva, A.N. Krutikov,
S.A. Proshin, PA. Chekanov, Yu.A. Tikhonova, Kh.K. Amineva, M.G. Rybakova, T. Sejersen, E.V. Shlyakhto

To study the structural and functional state of myocardium, nuclei and nucleoli of cardiomyocytes, and stromal cells
in the patients with idiopathic restrictive cardiomyopathy, three patients were examined. The samples of express-autopsy of
atrial and ventricular myocardium were used as a material for microscopy. The comprehensive clinical an instrumental
examination was performed in the patient S. (female 29-years-old patient). The follow-up period was about 12 years. The
echocardiography (according to a commonly used technique including M-mode, bi-dimensional, and Doppler regimes),
chest X-ray, electrocardiography, and Holter monitoring were performed. In two other patients with a severe congestive
heart failure within last three years, the restrictive cardiomyopathy was revealed only during postmortem examination.

The identification of viral RNA/DNA in the myocardium of the patient S. was carried out by the method of polymerase
chain reaction. The principal cardiotropic viruses (entreroviruses and adenoviruses), as well as the viruses of hepatitis C, B,
and D, the herpes simplex human virus, Epstein-Barr virus, and cytomegalovirus were estimated. The sequencing of the
genome DNA isolated for peripheral lymphocytes was performed to exclude the mutation of the desmine gene. In all cases,
the histological study of myocardial samples was made with the aid of staining with hematoxylin-eosin, according to van
Gieson, and of the nucleoli impregnation with silver salts. The assessment of the expression of argentophilic proteins in
nucleoli-forming areas was performed with the technique of impregnation of nucleoli with silver salts. The subsequent
analysis of the material was made with the aid of light microscope (objective U100, ocular H10). For each case, 200 nuclei of
cardiomyocytes and the same number of stromal cell nuclei were analyzed. The mean numbers of silver-stained granules and
nucleoli per one nucleus of cardiomyocytes and stromal cells was calculated by microphotometric technique using the
system Axiolat Videotest. The morphometric study included also determination of the area of cardiomyocyte and stromal
cell nuclei, as well as the number and area of nucleoli per one nucleus of cardiomyocytes and stromal cells. The number of
silver-stained granules in nucleoli and the number of “points” of atypically located argentophilic material (“micronucleoli’)
in the cardiomyocyte nucleus was also calculated.

In patient S. the maximal values of studied indices (area of nuclei and nucleoli in cardiomyocytes and stoma cells, the
number of nucleoli and “micronucleoli” in the cardiomyocyte nuclei, as well as the number of Ag-granules per one nucleus)
were found in atrial myocardium as compared with ventricular one. No principal difference between chief morphofunctional
characteristics of myocardial state and the studied indices of structural and functional states of nuclei and nucleoli in
cardiomyocytes and stromal cells in atrial and ventricular myocardium was found in all three patients with idiopathic
restrictive cardiomyopathy. The data of the present study and the literature data give evidence that the nucleoli structural
reorganization and the expression of polyfunctional argentophilic nucleolar phosphoproteins in cardiomyocytes and stromal
cells plays an important role in providing with the specific cell phenotype of myocardium in idiopathic cardiomyopathy and
are likely to reflect an altered protein-synthetic function in cardiomyocytes and a modulation of this function in myocardial
stromal cells.
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