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[Ipu o1ieHKEe COCTOSIHUS CTPYKTYPHBIX OCTIKOB KapJHOMHOILIMTOB Y OOJILHBIX Pa3IMYHBIMH (OPMaMH KapAuOMHO-
nartuu (49 06pa3oB MHOKap/Ia) BIABICHBI U3MEHEHHSI, XapaKTepHbIC IS TUIATAIMOHHON KapAHOMHOIATHH,
a Takke 00IIre HapyIICHUS] MOJIEKYISPHOU CTPYKTYPBI, Pa3BUBAIOIIUECS BHE 3aBUCIMOCTH OT STHOJIOTHH 3a-
OoJieBaHUA.

Kniouesvie cnosa: cmpykmypuvie 0enxu KapouOMuoyumos, OUIamayuOHHas KapouoMuonamus,
uweMuyecKas KapouoMuonamus.

EVALUATION OF THE MACROMOLECULAR STRUCTURE
OF CARDIAC MYOCYTES IN PATIENTS WITH VARIOUS FORMS
OF CARDIOMYOPATHY

Kupriyanova A.G., Beletskaya L.V., Zaidenov V.A., Saitgareev R.Sh., Golts A.M.,
Zakharevich V.M., Gautier S.V.

Academican V.I. Shumakov Federal Research Center of Transplantology and Artificial Organs, Moscow

Assessing the condition of the structural proteins of cardiomyocytes in patients with various forms of cardiomyo-
pathy (49 samples) revealed changes characteristic for dilated cardiomyopathy, as well as common disorders of
the molecular structure, developing, regardless of the etiology of the disease.
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TepMHHOM «KapAMOMHOIATHS» 0003HAYAIOT TE€Te-  PYI0 TEHACHIHUIO K YBEIUYCHHUIO IIPOIOIKHTEIHBHOCTH
POTCHHYIO TpyIIly 3a00JicBaHMI MHOKap/a, HEYKJIOH- JKU3HH OOJBHBIX, OJHAKO MPOOJeMa paHHEW JUarHo-
HO TMPOTPECCUPYIONIMX M TPHUBOMANIMX K TOKEIBIM  CTHKH, BbIOOpa TAKTHKH JICUCHUS U BO3MOXHOIO IPO-
(dbopMaM XPOHUUYECKOH CEepACYHOW HEJTOCTATOYHOCTH. THO3UPOBAHUS TCUCHHUS 3a00JICBAHHS OCTACTCS aKTy-
B gacTtHOCTH, MSATHICTHSS BBKUBAEMOCTD TAITUEHTOB  aJlbHOW. DTO OCOOCHHO Ba)KHO TIPH BOCIATUTEIHHON
MOCJIe TIOCTAHOBKHM JMArHO3a AWIATAIlMOHHAsS Kapano-  (MOCTMHOKapIUTHIECKOH) (opMe KapIHOMHOIATHH,
muomnatusi cocrasinsier 50% [19]. Haubonee a¢ppexktuB-  MHTEpEC K KOTOPOil B MOCISTHHUE TOABI PE3KO BO3POC
HBIM, @ MHOIJA U €IUHCTBEHHBIM CIIOcOOOM jedenus  [3, 32].
0OJIBHBIX IIPH ATOM SIBJISICTCS TPAHCILIAHTALIMAS CEPIIia. CoCTOsIHME MOJICKYJISIPHOM  CTPYKTYphl KapIuo-
C pa3BUTHEM MEAMIIMHCKOW TEHETHKH B IOCICIHHE  MHOIMTOB Yy OOJBHBIX TSKEIBIMA XPOHUYCCKUMHU
TO/IbI TPOM30IIIEIT 3HAUYUTEIILHBIA MPOPHIB B MOHMMA-  3a00JICBAHUSMHU CepJlla IPUBJICKAET BHUMAHHUE WKC-
HUM TPUPOJIBI TAHHOW MATOJOTMH, B YACTHOCTH OblIa  CJIeIOBaTeNcH U KapIHOJOTOB B ACMEKTE MOHUMAHHS
npeUIokKeHa HOBas KiacCH(UKaius KapJMOMHONATHI  MPOIIECCOB, MPUBOISIIKMX K AUCYHKIMK oprana [1, 2,
[25]. Venexu dapmakorepanuu oOycioBwin Hekoto- 6, 15, 23, 27]. KapauoMuoIHT SBIsSI€TCS CI0KHOOPTa-
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HU30BaHHOH KJIETKOM, B CTPYKTYpPY KOTOPOM BXOJUT 1ie-
JIBIA psiji OCITKOB, BBITOJHSIONINX 3HAYUTEILHOE KOJIU-
YeCTBO (PYHKIMI: OCYIIECTBICHHE Iepeadyl CUTHaja
M yJacTHE B TPOIIECCE COKPAIEHHS M pacciabieHus,
yaepkaHue ee GOpMbI, B3aMMOJICHCTBUE C BHEKJIETOY-
HBIM MaTPHUKCOM M BHYTPHUKJICTOUHBIMU OPTaHEIUIaMH,
a TaKXKe COCIMHEHHE JPYT C IPYTOM COCEIHUX KIIETOK.
B 310poBOM ceparie coueTaHne CTPYKTYPHBIX OEIKOB
ontuMaibHO. [Ipu psaae dhopm kaparmomuonaruii B pe-
3yJIbTaTe MyTAIlMU TEHOB IMIPOUCXOIUT HAPYIICHUE CUH-
T€3a U KCIIPECCHH HEKOTOPHIX OEIKOB, YTO MPUBOIUT
K (DyHKIIMOHAJIBHON HECOCTOSATENFHOCTH OpraHa. B Ha-
crosiee Bpemst uaeHTuguiupoBato oosee 630 myra-
MU TEHOB CapKoMeEpa, CBS3aHHBIX C Pa3BUTHUEM Kap-
muomuonaruu [14, 29]. OxapakTepH30BaH HENbIH PsiT
0eNKOB, TOABEPKEHHBIX MYTAlMsAM: TsDKEJbIE IIeTH
[B-mMmo3mHa, MHO3WH-CBS3BIBAIOIINMA TTpOoTenH C, aKTHH,
a-TporioMuo3uH, Tpononunsl T, |, C, TUTHH, necMuH,
BUHKY/MH [12]. Bee BbIleonucantbie M3MEHEHUST Ma-
KPOMOIIEKYJISIPHON CTPYKTYPBI KapJIHOMHOIIUTOB MO-
TYT OBITh BH3YQJIM3HPOBAHBI C TIOMOIIBIO METOAA WM-
MYHO(]IIOOPECUEHIIMN C HCIOIB30BAaHHEM MEUYEHBIX
AHTUTEJN, YTO MO3BOJSIET BBISABIATH YMCHBIICHUE WU
YBEJIMYCHHUE KOJIMYECTBa OEIKOB B OIMPEIEIIEHHON JIO-
KaJM3aIiil ¥ TaKUM 00pa3oM OIEHWBATh CTETMEeHb CO-
XPaHHOCTU KapIHOMHUOIINTOB.

Leanio HacTosIEH pabOTHI SIBUIACH OLIEHKA COCTO-
SIHASL OCHOBHBIX CTPYKTYPHBIX OCIIKOB KapIUOMHUOIIN-
TOB Ha MaTepraje MHOKap/a PEUUITUEHTOB B KOHEYHON
CTaIUU CEPICYHON HEAOCTATOYHOCTH C BO3MOXKHBIM
BBISIBIICHUEM HAPYIIEHUH, XapaKTePHBIX IJISl TOM WM
WHOU (hOPMBI KapIMOMHUOIIATHH.

MATEPUAABI U METOADI

HccnenoBanbsl 00pa3ubl MHOKapia JEBOTO JKeny-
JIOYKa PELUIHEHTOB, MOABEPTIINXCS OPTOTOIMNYECKON
ajoTrpadcmiadtaunn cepaua B OI'bBY «OHIITHUO
nM. akan. B.M. IlymakoBa» MuH3apaBcoOLpa3BUTHS
Poccuu B epuon ¢ gperpains 2008-ro no urons 2011 1,
Bcero 49 ynaneHHbIX ceprel.

Pacripeenenre mpenTpaHCINIaHTAIIMOHHOTO JTHa-
THO3a Y PEIMITHEHTOB OBUIO CIISTYIOMINM:

1) nunaraumonnas kapauomuonatus (JKMIT)
27 yenosek (24 myxuunsbl, 3 xeHuHb1); B 11 ciy-
Jasx MMellach CBA3b 3a00JICBaHUS C TIEPEHECEHHOM
BUPYCHOU UH(pEKIUEH; B 16 cirydasx THarHoCTHPO-
BaJIaCh MIMONATHIECKas KapANOMHUOIIATHS; BO3pACT
6osbHBIX — oT 18 10 59 1er;

MOCIIEPO/I0Bast KapIMOMHOIIATHS YCTAHOBJIEHA Y OJI-
HOM 60mbHOI (27 1eT);

runeprpoduyeckas kapauomuomnarus (FKMIT) —
4 yenoBeka (2 My»4HH, 2 KCHILIUHBI), BO3pacT 45—
60 ner;

4) y OIHOI PELMITHEHTKU AUarHOCTHPOBAIN CHHIPOM

HEKOMIakTHOTO Muokap/a (18 ner);

2)

3)
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5) mmemnyeckas xkapauomuomnarus (MKMIT) — 11 ve-
JIOBEK, Bo3pact 46—68 jer;

6) 5 uenoBek (My>KYHHBI) C THATHO30M HILIEMUYECKAsI
Gone3Hb cepiia, MOCTUH(MAPKTHBIA KapIuOCKIIe-
po3», Bo3pacT 34—62 roja.

OO06pa3iel MUOKap/Ia 3aMOPAKUBATH B KUIKOM a30-
Te, 3atem 3akirouanu B cpexy OCT (Shandon Cryoma-
trix). KprocrarHbie cpes3bl UCCIIEA0BAINA C IOMOIIBIO
HEMpsIMOT0 MeTo/1a UMMYHO(ITF0OpecieHIuy. VIcmomb-
30BaJId MBIIIUHBIE MOHOKJIOHAJIbHBIC AHTHTENA K PSIY
OCHOBHBIX O€JIKOB KapAHOMHUONUTOB. Muo3unHy (US
Biological, USA), akrtuny (GenWay Biotech, USA),
tpononuny | (US Biological, USA), necmuny (US Bio-
logical, USA), surkynuny (US Biological, USA), tutu-
Hy (US Biological, USA). B kauecTBe BTOpBIX aHTHTEI
NPUMEHSUTH aHTUTENIA K KMMYHOTIIOOYIMHY MBIIIIH, ME-
yennbie FITC (Dako, Denmark). Yacte cpe3oB okpa-
[IMBAJIH T€MATOKCUINHOM U S03WHOM U OIIEHHBAJIHU CO-
CTOSIHHE MHOKap/ia B CBETJIOM MOJIE.

PE3YABTATbI UCCAEAOBAHUA

CTpyKTypHBIE OCJIKM KapJAOMHOIMTOB B OO0JIb-
IIMHCTBE CBOEM He 00J1a1at0T BU0BOM crienuduuHo-
CTBIO X MOTYT OBITh M3Y4CHBI HAa MaTepHalie MHOKapaa
wiiekonuratonmx [5, 9, 18]. B Hamux panHux pabo-
TaxX JIOKalW3aIus HEKOTOPHIX OENKOB ObLTa Tpoje-
MOHCTPUpPOBaHa HAa MUOKap/e ObIka U Kpbichl [1, 2, 6].
Muo3uH Ha mpenaparax cepiua Oblka BU3yalU3HUpO-
BaJICS B 00JACTH MIMPOKUX (aHU30TPOIHBIX) JUCKOB
(puc. 1).

[lpn wmccnenoBaHUM COCTOSIHUSI COKPAaTHUTEIBHBIX
0CJIKOB KapHOMHUOLMTOB MAalMEHTOB (MUO3WH, aKTHH,
TponoHuH |) pe3ynbrarThl HONYUYHIHCH CIIEAYOIIHE.

Muo3rH B MHOKapae OOJBHBIX THIIEPTPOPUIECCKOH,
MOCIIEPOAOBON KapAHMOMHUOIIATHEH, Y YaCTH TallueHTOB
C MIIeMHYecKol Kapanomuonarueii (6 ciydaes u3 11),
a TaKkKe PElUIHUEHTOB C MOCTHH(MAPKTHBIM KapaHo-
CKJIepO30M (MCKITFOUas YIaCTKHU CKIIEP03a) BBISABIISLIN B
HOPMaJIBHOW JIOKAIM3aIl[K: B 00JIACTH MIMPOKUX JIHC-
KOB (puc. 2).

B msiti o6pasiax muokapnaa 6onsHbIx UKMIT peak-
IIUS1 OTCYTCTBOBAJIA B IIEHTPE BOJIOKHA, YTO, BEPOSTHO,
MOXHO OOBSICHUTD PE3yJIBTaTOM JUIUTEILHON WIIEMUH
(puc. 3).

B rpynne nauuentoB ¢ auarnozom JKMII nokanu-
3aLMI0 MUO3MHA HCCIIENOBaIM Ha Marepuane 12 yna-
JeHHBIX ceppell. B 8 o0pasmax BBIpaKEHHBIX H3Me-
HEHHH OTMeueHO He Obu1o. B 4 ciydasx BBISABISLIH
OTCYTCTBHE HKCIIPECCHUHU JTAaHHOTO Oejka B MHUO(MIIa-
MEHTaX 3HAYUTEIBHOTO YHCIa KapAHOMHOIIMTOB, YTO
0COOEHHO XOPOIIIO BUIHO Ha TIOTIEPEYHBIX Cpe3ax MHO-
kapaa (puc. 4). InTepecHo, 4To B TpeX CIydasx U3 ue-
THIpEX B aHaMHe3¢ OOJBHBIX MPOCIIEKUBACTCS YETKas
CBs3b MaHH{(ecTaluu 3a00JeBaHUS C IMEPEHECEHHOM
BHPYCHOM WH(peKnHed (y IBOMX MAI[MEHTOB B aHaM-
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Puc. 1. Muoxkapxa cepama Osika. HopmanpHas sKcmpeccus
MHO3MHA B 30HE aHM30TPOITHBIX AMCKOB. KpuocrarHeie cpe-
3bl, HENPSIMOIl METOl MMMYHO(IIOOPECHECHIMH: & — Hpo-
IONBHBIN cpe3 kapauomuormtos, X1000, ¢porToyBenuycHue;
0 — momnepeuHslii cpe3 kapauomuonnTos, X400

HE3¢ OTMEYEH IEPEHECEHHBIH MUOKAPIUT, Y TPETHETO
JIUIIaTalus cepiila pa3BUiach MOCIEC MEPEHECEHHOTO
TpHIIIA).

Y OONBHBIX JWJIATAIIMOHHOW KapIuOMHUOIIATHEH
CXOJIHYIO KapTHHY — OTCYTCTBUE JKCIPECCHH Oerka B
3HAYUTEJIBHON YacTH MHO(QUIAMEHTOB — Mbl HA0JIrO/1a-
JM ¥ TIPU UCCIIeJIOBaHUH akTUHA (KccienoBaHo 12 06-
pasiioB Muokapna). Takue W3MEHEHHs ObLIH BbISBIIC-
HBI B MOJIOBHHE citydaeB (puc. 5). B omHom obGpasiie
peakiusi TOYTH TOJHOCTBIO OTCyTcTBOBasa. CleayeT
OTMETUTh, 4YTO Yy JAHHOTO OOJBHOTO JWJIATaIlMOH-
Has KapAMOMHOMNATHUs HOCHJIA CEeMEHHBIH Xapakrtep.
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Puc. 2. Muokapy penunuenrta ¢ auarnozom MKMII. Dxe-
Npeccusi MUO3WHA B 30HE aHU30TPOMHBIX TUCKOB (HOpMa).
Kpuocratuelii cpe3, HempsMoil MeTox HMMMyHOQIIoOpec-
nenmmd, X400. @parmeHT MuKpodoTOrpadun — HOTOyBEIH-
YeHHE

Puc. 3. Muoxkapa 6ompHOro MKMII. OTCcyTCcTBHE SKCHpEc-
CHM MHO3MHA B [IEHTPE BOJIOKHA KapJHOMHONIUTOB (cTpern-
ka). KpwocrarHblii cpes, HEMPsAMONW METON MMMYHOMII00-
pecuennuy, X400, horoysenuueHue

B ocranbHBIX TH Clly4asix SKcrpeccus Oesika ocTaBa-
nach 03 M3MEHEHUH W BU3YyaIM3UpOBAIach B 00IacTH
Y3KHUX U30TPOITHBIX JUCKOB.

[Tpu uccaenoBaHnM MHUOKapAa OONBHOW TMOCIEpPO-
JIOBOM KapIMOMHONaTHeH ObUIN BBISIBICHBI OOIIUPHBIC
30HBI KapIMOMHUOIIMTOB KaK C HAPYIICHHOH SKCIIPECCH-
eif aKTWHa, Tak ¥ COXpaHHbIe ydacTku (puc. 6)

B muokapie 001bHBIX TUIIEPTPOGUICCKON Kapano-
MHOMATHEH BO BCEX YETBHIPEX CIyYasiX aKTHH BBISBIISIIN
B HOPMAJTbHOM JIOKAJTU3aIUH.

B moarpyte 601bHBIX UITEMUYSCKON KapaHOMHO-
naruedl B 5 o0pasiax Muokapza u3 11 skcnpeccus ak-
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Puc. 4. Muokapn 6onprOoro JIKMII. OtcyTcTBHE 3KCIpec-
CHM MHO3MHA B 3HAYUTEIHHOW YaCTH MHO(DUIAMEHTOB.
KpuocratHsrii cpes, HEpsiIMOit MEeTOT IMMYHO(ITIOOPECIICH-
muu, x1000

Puc. 5. Muokapa 6omsHoro JAKMII. Kpuocrarusiii mpe-
rapar, HempsiMoil Meton mMMyHoOdIroopecieHmun. OTcyT-
CTBHE SKCIPECCUH aKTHHA B 3HAYUTEIILHOHN 9acTH MHO(HIA-
MEHTOB, ITOTIEPEUYHBIH cpe3 KapanoMuonutos, X400

Puc. 6. Muokapn 6oxpHOI mocneponoBoit KMII. KpuocrarHeie mipenaparbl, HEMPsIMOH METOA UMMYHOMIFOOPECICHITHH,
x1000: a — HopMabHast SKCIIPECCHs aKTHHA, TTOTIEPEUHBIH Cpe3 KapANOMHOIIUTOB; O — OTCYTCTBHE SKCIIPECCUH aKTHHA B 3HA-
YUTEJILHON YacTH MHO(PHUIAMEHTOB, TIOTIEPEUHBIN Cpe3 KapAHNOMHOIIITOB

THHa ObuIa OcCialfieHa, B OCTAJIBHBIX CIIydasX BbIpa-
JKEHHBIX U3MEHEHUH OTMEUEHO He ObUIO.

TpONmoOHMH SBIISETCS PETYISATOPHBIM ITIOOYIISIPHBIM
OCJIKOM, COCTOSIIINM M3 TPEX CyOBEIMHUIL, K B COCTAaBE
TPOTIOMHO3MHOBOTO KOMILJIEKCA y4acTBYET B Ipolecce
MBIIIEYHOTO COKpAIIeHUsI U pacciadnenus. MimmyHo-
(IFOOPECIIEHTHBIM METOJIOM B HOPME OH BHU3YalH3H-
pyercst B 00J1aCTH MINPOKUX COKPATHTEIBHBIX AUCKOB.
[Mpn wuccnenoBaHUM MHOKap/a PEIUNHEHTOB alIo-
TpaHCIUIAaHTaTa cep/ila TPONOHHUH | BBISBISUIA B BUJE
YEeTKOH PEakiui B 00TaCTH COKPATHTEILHBIX TUCKOB B
8 u3 11 cnywaeB B moarpyrre OOJbHBIX C JAAATHO30M
HUKMII u B 13 u3 27 00pa3ioB MUOKapaa y OOJBHBIX
JIKMII.

Ocnabnenue peakuuM B YacCTH KapIMOMHOIMTOB
Obuto oTMedeHO B 14 ciyyasx mpH MCCIeOBaHUH
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muokapzaa oonsHbIx JIKMIT u B 3 00pasiiax Muokap/a
OOJIbHBIX HMIIEMHUYECKOW Kapauomuornarueit (puc. 7).
VY manueHToB C THNEPTPOPHUUECKOM, MOCIepOIOBOM
KapJHOMHOIIATHIMH, & TAK)KE B COXPaHHOM MHOKap/e
OOJIBHBIX € TOCTHH(APKTHBIM KapAHOCKIIEPO30M BbI-
PaKEHHBIX M3MEHEHHH DKCIIPECCUH TAaHHOTO OejKa OT-
MEUEHO He OBLIO.

TuTun — Oenok ckenera capkomepa. biaromaps
AJIACTHYHBIM CBOMCTBAaM JAHHOTO Oellka Mocjie COKpa-
IICHHUsI CapKoMep NPHOOpeTaeT MCXOAHYIO KOH(HUTY-
pamuro. B HOpme skcnpeccusi THTHHA TIpEACTaBICHA B
BHUJIC IBOMHBIX Y3KUX TUCKOB (puc. 8).

[Ipu u3y4yeHnn coCTOSHUS TaHHOTO Oenka y 00Jb-
HBIX Pa3IUYHBIMH (OpMaMH KapAHOMHUOIIATHU pe-
3yJBTaThl HAIIETO MCCIIEOBAHUS B IIEJIOM COBHAIH C
TEMH JIAaHHBIMH, KOTOpBIC OBLIM MPOJEMOHCTPHUPOBA-
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Puc. 7. Muoxapn 6omnsnoro JJIKMII. Ocnabnenue sxcmpec-
cHM TpONoHWHA | B ydacTkax KapAHOMHONIHUTOB (CTPENKH).
KpuocrarHsii cpe3, HenpsiMoit MeTo 1 IMMYHO(IIIOOpECLIeH-
uu, X400

HBl B pabote Koctuna u ap. [23]. B mamem wuccie-
noBaHuH U3 27 o0pa3noB Muokapaa 0osnbHbIX JJKMIT
B 20 ciiy4asix 3KCHpPECCUs THUTHHA Obljla 3HAYNUTEIb-
HO ocialJieHa: y ABOUX MalUEHTOB PEAKIHs MMOYTH
MOJIHOCTHIO OTCYTCTBOBaJIA, a B 18 oOpasmax Ha doHe
PE3KOro 0cialiIeHus! IKCIPECCUU COXPAHSUIUCh OT-
JIEJbHBIC KapAMOMHOLIUTHI, B KOTOPBIX PEAKIHs 0CTa-
Bajach NOJOXKHUTEIBHOU. B cemu ciaydasx B Muoxkap/e
oonmpHbIX JIKMII conmepikanme Oellka OCTaBajloCh B
HOpME.

Kapruny ocnabneHusi SKCIIPECCUH TUTHHA MBI 00-
HapyXHUJIM Takxke B 5 oOpasnax u3 11 B moarpymnme na-
IIMEHTOB C MIIEMHYECKON Kapauomuonarueii (puc. 9).
B 6 ciy4asx BbIpa’keHHBIX W3MEHEHUI BBISIBICHO HE
0buT0. B coxpaHHOM MHOKap/e pEelHIIMeHTOB C MOCT-
WHQAPKTHBIM KapIUOCKIEPO30M OKCIpeccus Oenka
ocraBaiack B Hopme (puc. 10).

Puc. 9. Muoxkapa 6omsroro MKMII. Ocnabnenne skcmpec-
CHM TUTHHA B MOJABJSIFOLICH YacTh MUOKapaa. CoxpaHeHne
IKCIIPECCHH B OT/ENbHBIX KapauomuonuTax. KpuocrarHsiii
cpes, HenpsMoi Meto uMMyHouTroopeciieHun, X400
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Puc. 8. Muokapy cepa Obika. HopManbHast SKkcripeccust TH-
THHA B BUJE ABOMHBIX AMCKOB. KprocTaTHblii cpe3, Hempsi-
Mol MeTon uMMyHo(uroopecuennny, x1000

Bo Bcex ciydasx TUnepTpopUIEecKoi KapIHoMHO-
naruu (4 penunuenTa), a Tak)Ke Y PEMUIMEHTKH C TI0-
CIICPOIOBOIT KApJHOMHUOTIATHEH B MUOKAP/IC BBISBIISLIH
YETKYIO SKCIIPECCHIo AaHHoro Oernka (puc. 10).

HaunGonee MHTEpeCHbIE W YETKHE M3MEHEHHs HaM
YQJIOCh BBISIBUTDH TIPH BU3YATH3aIMU OSIIKOB HCTHHHO-
r0 U Hapy>XHOTO IUTOCKEJIeTa KapAMOMHOIMTOB. JIeC-
MHHA ¥ BUHKYJIHHA. JlecMUH siBIsieTcst OSIIKOM UCTHH-
HOTO IIUTOCKENIETa U BXOIHUT B CTPYKTYpYy capkomepa
¥ BCTAaBOYHBIX JICKOB B KaYECTBE MOJIEKYIIBI a/IC3HH.
B HOpMe JeCMHH 3KCIIPeCCHpoBaH B 00JIaCTH BCTaBOY-
HbBIX JIMCKOB U Z-TMHUIA KapanoMuonuToB (puc. 11).

B omimmumne ot padorer Di Somma et al. [15] Bwipa-
JKEHHOTO YCHJICHHS JKCIPECCHU JIECMHHA B 00JacTH
Z-nckoB y 6ombHBIX JIKMIT HamMu oTMedeHO He ObLI0.
Yaiie Bcero B JaHHOM JIOKAJIM3AI[MU BBISBIISUIA PABHO-
MEpHOE CBEYEeHHE JIM0O OTMEYald HEe3HAYUTEIbHOE

Puc. 10. Muoxkapn 6omnbHol ocieponosoit KMIT. Hopmais-
Hasl SKCIIPECCHsl TUTHHA B Kapauomuonurax. KpuocraTHslit
cpes, HenpsiMoit MeTo ummyHoduroopecteniun, X400, do-
TOYBEJINYCHHE
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Puc. 11. Muoxkapz cepama 6pika. HopmaneHast ToKamu3aris
JIECMHHA B 30HE Z-THHUI 1 BCTABOYHBIX THCKOB KapIHOMHO-
uToB. KprocTarHslii cpes, HenpsiMoil MeTos IMMYHO(ITF00-
pecueniun, X400

Puc. 12. Muokapx 6omsaoro JIKMII. OTcyTcTBHE SKCTIpec-
CHH JIECMHMHA B 30HE BCTABOYHBIX JIHCKOB KapIHOMHOIINTOB
(ctpenku). B Z-muckax peakrms coxpaHeHa. KprocrarHbrii
cpes, Henpsimoit Meton uMMmyHouroopectiernnu, X400, do-
TOYBCJINYCHUEC

Puc.

13. Muokapy OONBHOTO ITOCTMHOKAPAUTHYCCKOM
JKMII. Dxcnpeccust nrecMuHa B 30HE Z-TUHHNA U BO BCTa-
BOYHBIX JIMCKaX KapJHOMUOIIMTOB YaCTUYHO coXpaHeHa. Ha-
muaue desmin-free-kapanomuonuros (ctpenka). Kpuocrar-
HBIU cpe3, HeMpsIMOK MeTojl uMMyHO(roopeciieHIuu, X400
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YCHJICHHE IKCIIPECCUU OEJKa B OTIEIBbHBIX KapAUOMHUO-
mUTax Ha oHe ocnabieHus peakuu B OCHOBHON Mac-
ce KIeTOK. Mbl 00paTuin BHUMaHHUE, YTO B OOJBIINH-
CTBE CIIyYacB NP HCCICIOBAaHHUA MHOKapaa OONBbHBIX
JUIIATAlIOHHON KapIHOMHOTIATHEH SKCIpPEcCHs Jec-
MHUHA OTCYTCTBOBaJIa BO BCTaBOUHBIX JHCKaX KapIuO-
MHUOIUTOB. 13 27 rccrenoBaHHBIX 00pa3IoB MHOKap/Ia
OOJBHBIX JaHHOW MOATPYNNHI B 18 ciydasx orMedanu
NPaKTHYECKH TOJTHOE OTCYTCTBUE Oelika BO BCTaBOY-
HBIX JMCKaX MOAABIAIONIEr0 YUClia KapIuOMHOIMTOB
NpU COXPaHUBILEHCS IKCIIPECCUU B 00acTH Z-THHUH
(puc. 12).

B onnom oOpasie mpu HOpPMaJbHON JKCIIPECCHH
JaHHOTO Oesika B oOnacTu Z-JMHUE peakuus BO BCTa-
BOYHBIX JHMCKaxX OblIa COXpaHEHA YaCTUYHO U B OJHOM
clIydae IKCIPECCHsl ECMHHA IMOYTH TMOIHOCThIO OT-
cyrcTBoBanma. B 7 oOpasmax MHOKapaa MamueHTOB C
JKMII Obutn BBISIBIICHBI OOIIUPHBIE YYACTKH OTCYT-
CTBUSI PEAKIMM B KapJIMOMHUOIIMTAX, TaK HA3bIBACMBIC
desmin-free-3omsr (puc. 13).

Tannenii ¢pernomen 6bur otmeuen S. Di Somma ¢
COaBTOpaMH TIPH M3YYECHUH MHOKap/a OONBHBIX HIIIe-
Mu4eckol kapauomuonarueii [16]. MHrepecHo, 4to B
HAIIIEM HCCIICJIOBAHNU BO BCEX CEMH CITydasX UMENach
yerkas cBsa3b pazButus JKMII ¢ nepenecenHoil Bu-
pycHO# nHpekuen.

B moarpynme peuMnueHTOB € IMArHO30M HIIIe-
MHUYECKash KapJAMOMHUOIATHS BBIMAJCHUE JKCIPECCUH
JIECMMHA B IEJIBIX TPYIITaxX KapauoMuoIuTos (desmin-
free) orMeuanm B ceMH W3 ONWHHAIIATH CIyJaes.
B nByx ciyuasx sKcrpeccusi IeCMHUHa OCTaBajach B
HOpPME, M B JBYyX 0OOpasuax OTMeYalld 3HAaYUTEIbHOE
ocnabJeHUe peakiuyi B 00IaCTH BCTABOYHBIX JTUCKOB.
VY manueHToB ¢ MOCTHH(APKTHBIM KapHOCKIEPO30M
desmin-free-kapTuHy BBIBISUIM B TpeX CIy4asx H3
IIATH, B JIByX 00pa3lax JIOKaau3amus Oellka ocTaBa-
Jlacb HOPMAJIbHOM.

Bunkynaun — MeMOpaHOacCOLMUPOBAaHHBIN OENOK,
KOTOPBIA CBSI3bIBACT AKTHH IIUTOCKENETA C CapKOJIeM-
MOW W JIOKaJHM30BaH B OOJIACTH CapKOJIEMMBbI, B Tak
Ha3bIBAEMBIX KOCTamepax, B 30He Z-JTHHUH, a Takke
BXOJIUT B COCTaB BCTABOYHBIX AUCKOB [31]. B 3m0poBOM
MHOKapJe MpU HUMMYHOQIIOOPECIICHTHOM OKpAIIIU-
BaHUM KOCTaMephl MPAKTHYCCKH HE3aMETHBI W TIpell-
CTaBJICHBI B BUJIE JUHEHHON peaklUuy M0 OKPYKHOCTH
KapJHOMHOIINTA Ha TOMEPEYHOM cpese nubo B nare-
paJIbHON YacTH KapIUOMHOLMTA Ha MPOXOJIBLHOM Cpe-
3e. DKcnpeccus: BUHKYJIHHA B HOpMe 00macT Z-THHUN
BRIpakeHa cirabee, ueM sKcrpeccus qecmuna (puc. 14).

[Ipu nccrieoBaHNU KCIIPECCUU BUHKYIIMHA B TIOA-
rpyImne PeuunueHToB C JUJIATalUOHHON KapIuOMHO-
narueil ObUTM OTMEUCHBI CIICAYIOIIUE M3MCHCHUS: W3
JIBAJIIATH CEMH CIIy4aeB B OJMHHAINATA 00pa3iax Jio-
Kaju3auus Oenka B 00NacTH CapKOJIEMMBbl OCTABAJIACH
B HOpMe, B 11 ciyvasx OblLia BbIsSIBI€HA THIEPTPOQUs
koctamepos (puc. 15).
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Puc. 14. Mwuoxkapy cepama ObIka, monepednsiid cpe3. Hop-
MaJlbHasl JIOKaJIM3alus BUHKYJINHA B 30HE CapKOJIEMMBI Kap-
JTUOMHUOITUTOB. KprocTaTHslil cpe3, HeMpsiMoil MeTox HMMY-
Hodroopecteniuu, X400

WuTepecHo, uto B 22 oOpasiax u3 27 oTMeuanu
YCHJICHHWE pEeakiuy B 30HE Z-TUHWUH, YTO BBINISAEIO
Kak BBIpaKEHHAs, YacTO HeperyispHas IonepedHas
HCUEPUYECHHOCTh CapKOIUIa3Mbl KapJMOMHUOIUTOB. [Ipu
3TOM B JBYX ciydasx (Muokapma 6omsHOro ¢ JIKMIT
W TAIHEHTKH C CHHAPOMOM HEKOMIIAKTHOTO MHOKap-
1a) Ha ()OHE TAKOro YCHJICHHs OTMEYain ociabieHue
aKcmpeccuu Oesnka B obmactu koctamepos (puc. 16).
Heo0xoauMo OTMETUTh, YTO BO3PACT PELUIHUEHTOB, B
yAAJCHHBIX CEp/IaXx KOTOPBIX OTMEYalll OcliabieHue
peaKIiK B 30HE KOCTaMepoB, He mpebiman 23 yet (18
u 23 rona).

Crnenyer MOMYEPKHYTh, YTO B oOpas3iiax MHOKap-
Jla YeTBEPHIX PELUNHUEHTOB JaHHON MOArPYMIbI ObLIO
oOHapykeHo (GopMHpOBaHHE TSHKEH BUHKYJIHHA, IPO-
HU3BIBABIINX CAPKOIUIA3My KapAHOMHOINTA OT IUTO-
TIa3MaTH4eckoll MeMOpaHbl KJIETKH BIUIOTH JIO MEpH-
HYKJICapHOH 001acTh KapJuoMuoIuToB (puc. 17):

[Tpu uccnenoBaHUM MUOKap/a MAMEHTKH ¢ MOCIIe-
POIOBOM KapAMOMHUONATHEH HapsiLy C PE3KOM rurep-
Tpodueil KOCTaMEPOB BBISIBHIM YCHIICHHE DKCIIPECCHU
Oenka B obnmactu Z-NHHUH, KOTOpOE BHU3yalH3HpOBa-
nock kak auddysHas, paBHOMEpHas, TOHKash HCUEp-
YEeHHOCTh IUTOIUIa3Mbl. B MHOKapnie penunueHToB c
TUIEePTPOPUIECKON KapAMOMHONATHEH B JBYX CIilyda-
X JIOKaIW3alMsg BHHKYJIMHA OCTaBajiach B HOpPME, B
OJHOM 00paslie OTMeUald THIEPTPOPHIO KOCTaAMEPOB
U B OTHOM CIIy4ae OJHOBPEMEHHO C YBEIMUCHHUEM KO-
CTaMepoOB OTMEYAIH IMCKPETHOE YCHWICHHE PEaKIHn
B nurorrasme (puc. 18). JlaHHBINA THI pacmpesere-
HHUS BHMHKYJIMHA ObL1 oTMedeH rpymmoi J. Schaper
[27]. UccrnenoBarenun OOBACHHIN 3TO WHBarMHAIMEH
T-TpyOouex B capkogeMMy KapAHOMHOLUTA W yCHIIe-
HUEM SKCIIPECCHU BUHKYJIMHA B IAHHOH JIOKaITU3allHH,
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Puc. 15. Muokapa GONBHOTO NMITATAIIMOHHON KapIHOMHEO-
TaTrel, MPOIOIBHBINA Cpe3 KapAHOMHOIUTOB. [ nnepTpodust
kocramepoB (ctpenku). KpruocrarHelil ipenapar, peakius ¢
AHTHTEIAMU K BHHKYJIHHY, HEIIPSIMOI METO] UMMYHO(MITF00-
pecuennuy, X400, horoyBenuueHue

Puc. 16. Muokapn OOJBHOTO AMIATAIMOHHON KapAHOMHO-

naTuel, IpONOJBHBIA Cpe3 KapIUOMHUOLUTOB. YCHIIEHUE
9KCIIPECCUM BHMHKYJIMHA B IUTOIUIA3ME KapAUOMHOLUTOB.
Ocnabrienre peaknud B 00JacTH KOCTaMepoB (CTPENKH).
Kpuocrarssiii ipenapar, HerpsiMoit MeTo] UMMYHO(JIIFoOpec-
uenimy, x400

4TO B AaJibHEHIIIEM ObUTO IOATBEpkKIeHO B padoTe Ko-
CTHHA ¢ coaBTOpamu [22].

B moarpyrie penunueHToB ¢ MIIEMHYSCKOU Kap-
muomuornatieit B 6 u3 11 oOpa3ioB Muokapza JjokKa-
TU3alys BUHKYJIMHA OCTaBallach B HOPME, B YEThIpEX
oOpasiax OTMEUalIM YCHJICHHE PEAKIMH B OOJACTH
Z-TUHUA 1 B OJIHOM CJIy4ae BBISBWIM THUIEPTPOdUI0
KOCTAaMepOB. YCHJIEHHE KCIPECCHH TAHHOTO OejKa B
30HE Z-TUHUH OBIIO OOHAPYKEHO B MHUOKApIe ITBOMX
PELMIIUEHTOB ¢ MOCTUH()APKTHBIM KapIHOCKICPO30M,
Yy OCTaJIbHBIX MAIUEHTOB 3TOW MOATPYIIbl BUHKYJIUH
BH3YJIM3UPOBAJICS B HOPMAIbHOH JIOKAJIA3AIINH.



TPAHCIAAHTALIMS OPTAHOB

Puc. 17. Muoxkapa OOJbHOTO JWIIATAITMOHHON KapAHOMHO-
[aTUEH, IIONEPEUHBbI cpe3 KapAuoMuouuToB. [IpoHukHOBE-
HHUC BHHKYJIMHA TIyOOKO B IUTOIUIa3My KieTku. Kpuocrar-
HBI TIpernapar, HEnpsMOW METO UMMYHOMIFOOPECIICHIIHH,
x1000

OBCYXAEHUE

B pesynbrare npoBeIEHHOIO HCCIIEJOBAHUS HaM
YIQJIOCh IPOJIEMOHCTPHUPOBATH, YTO B KOHEYHOU CTaTUN
CepIeuHON HEOCTAaTOYHOCTH MOJICKYISIpHAS CTPYKTY-
pa KapAMOMHOIIMTOB IIPETEPIEeBAET Cephe3HbIe H3Me-
HeHust. [Ipu 3ToM HapylieHus B OelKax COKpaTHTElb-
HOTrO anmapara (MHO3WH U aKTUH) ObLTH 0OHAPYKEHBI B
OTHOCHTENILHO HEOOJIBILIOM YHCIIE CIy4aeB. ITO MOXKHO
O0O0BSICHUTB, C OHON CTOPOHBI, TEM, YTO MCCIIETOBAHHUS
JTAaHHBIX OEJIKOB MPOBOIMIIY JIMILIb HA YaCTH YJaJICHHbBIX
cepaen. C 1pyroit CTOpOHBI, HAIMYUE MYTALUH, TPUBO-
JIAMIAX K BBIPQ)KEHHOMY HapyIIEHUIO CHHTE3a COKpa-
TUTENBHBIX OEIIKOB, BEPOSITHEE BCETO, BIEUET 3a COO0it
pe3Kkoe, MPaKTUYECKH He KOMIIEHCUPYEMOe yXy/IIeHne
(GyHKIMM cepAlla, B pe3yibTare 4ero OOJbHbIEC MOTH-
0aroT emie B jeTckoM Bo3pacte. OHAKO MyTalllH Te-
HOB, OTBEYAOIINX 332 CHHTE3 COKPATUTEIHHBIX OCIIKOB
MHOKap/a, CKOpee BCEero, He SIBIISIOTCS eIMHCTBEHHOM
MPUYMHON MOBPEKICHUSI COKPATUTEIBHOTO ammapara
KapIMOMHOIUTOB. Tak, B SKCIIEpUMEHTAIBHON padoTe,
BuImonHenHoi rpymmoit Caforio et al. [10], mokasano,
YTO TSDKEIbIe LENH 0- U -cepliedHOro MHUO3WHA SIBIISI-
FOTCS] MUILICHBIO JJIS1 ay TOAHTUTEN PU TUJIaTallHOHHON
Kapauomuonatu. lyckoBbIM MEXaHU3MOM pa3BUTHS
JAHHOTO TIPOIlecca MOYXKET IMOCHIYKUTh BUPYCHAs WH-
(exrust, uto 65110 pomeMoHcTprpoBano Caforio et al.
B Oonee mo3aueit padore [11]. MHTepecHo, 4To B Ha-
LIEM UCCIEeI0OBaHUH B noArpymnne nanueHtos ¢ JJKMII
W3 YEeTHIPEX CIy4daeB OTCYTCTBHUS IKCIIPECCHHA MUO3UHA
B 30HE aHM30TPOIHBIX IHCKOB B TPEX IMPOCIEKHBA-
Jach YeTKas aHaMHECTHUYeCKasl CBs3b MaHU(eCTaluu
3a00J1eBaHMs C BUPYCHOM MH(eKuued. Y 4eTBepToro
MalMeHTa Co CXOAHON UMMYHOTHCTOXMMHUYECKON Kap-
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Puc. 18. Mwuokapa O0nbHOM THUIEPTPOGUUSCKON Kapano-
MUOINATUEH, IONEPEUYHBbIN Cpe3 KAPAUOMUOLIUTOB. YCUIICHUE
OKCIIPECCHH BUHKYJHMHA B 30He T-TpyOoUeK, MPOHUKAIOIINX
B IIMTOIUIA3My KapJAuoMuouuTa. KpHocTaTHbIH npemapart,
HeTpsMON MeTol MMyHOIroopecternnu, X1000

TUHOM TaKOW CBSA3M HE BBISIBIEHO, OJIHAKO €TI0 BO3PacT
Ha MOMEHT BBITIOJIHCHHUS aJUIOTPAHCIUIAHTAIIMU Cep/Ilia
(54 roma) MO3BOJSIET MPEANONOKUTH BTOPUYHOE pa3-
BUTHE JTUIIATAMOHHON KapauomuonaTud. OTcyTCTBUE
OKCMPECCHU MUO3MHA B IIEHTPE BOJOKHA B 00pasiax
MHUOKap/a OONBHBIX C JUArHO30M HIEMHYECKas Kap-
JMOMHOMATHS MO3BOJISIET C/IENIaTh HPEIIIONIOKEHHE O
BIMSHUM HWINEMHH Ha COCTOSHHE MAaKpOMOJICKYJISIp-
HOU CTPYKTYpPBI KapIHOMHOIIMTOB M JIOMYCTHTH BO3-
MOXXHOCTH CYIIIECTBOBAHHSI COMATHUYCCKON MyTaiuu
OenkoB. Takas BO3MOKHOCTh Ha MPOTSHKEHUH MHOTHX
JIeT OTPUIIATIACh, TAK KaK CYATANIOCH, YTO Y B3POCIOTO
YeNOBEKa KapJMOMHOIIUTHI TPAKTUUECKU He Tposude-
pupytot [5]. OnHako B MOCIEAHIE TO/bI TTOSBUIICS PSJT
cTarel, B KOTOPBIX JaHHOE YTBEPXKACHUE OMpPOBEpra-
ercs [8, 28].

[Tpu oneHke coneprxkanus TpormoHuHa | B Muokape
MAIUEHTOB C PA3THYHBIMU (HOPMAMHU KAPTHOMHUOMATHH
Y QJJIOTPAHCIIAHTATOM CeP/IIia MbI MOy IHIIH OKUIae-
MBIE PE3yJIBTaThl: PE3KUX HM3MCHEHHH B COACPKAHUH
JTAHHOTO Oeslka OTMEYEeHO He ObLT0. YMEHBIIEHHE KC-
MIPECCUH U NIepepactpeieiieHue CoIepyKaHusl TPOITOHH-
Ha | OBUIO OTMEYEHO y TOJOBUHBI MAIMEHTOB C JHa-
THO30M JTUJIATAIMOHHAS KapAMOMUOTIATHS U MCHEE YeM
y Tpetu (B Tpex oOpasiax 13 OANHHA/LATH) MAIIUESHTOB
C IMarHO30M MIIIeMUYeCKass KapauoMHonarus. JlaHHbie
pe3ysIbTaThl HAILIH MOATBEP)KICHUE B 0030pHO# cTa-
the Chang, rie mokaszaHo, 4TO MyTaldu T€HOB, OTBET-
CTBEHHBIX 3@ CHHTE3 TPOTIOHWHOB, B TOM YHCJIC H TPO-
MOHWHA |, MOTYT TIPUBOAUTEL K Pa3BUTUIO PA3TUUHBIX
¢dopm kapauomuonatuu [13].

TuTuH, KaK OBIIO CKAa3aHO BBIIIE, OTBEYACT 3a dJa-
CTHYHYIO TMPOYHOCTh CapkoMepa W UrpaeT BaKHYIO



BECTHNK TPAHCIMAAHTOAOTNIN 1 MICKYCCTBEHHbBIX OPFAHOB

ToM XIV  Ne 2-2012

pOJb B IIpOIIeCCe PACTSKEHHS M COKPAIICHUS] MBIIIICY-
HOTO BOJIOKHA. BO3MOXHOE y4yacTue HapylIeHHs JKC-
MPEeCCUM JTAHHOTO OeJKa B Pa3BUTUHU TKEIOW MAaTo-
JIOTUM MHOKapaa ObuTo TokazaHo B pabore KocrtwHa
¢ coasropamu (2000), uro coBmamaeT ¢ pe3yIpTaTaMu
Harrero uccienoanus: B 20 u3 27 o0pa3ioB Muokapaa
oonpabIX JIKMII, a takke B 5 u3 11 o0OpasnoB mwuo-
kapaa 6ompHBIX NKMII BBISIBIICHO pe3koe ocimabieHwe
SKCIPECCUU. YUACTUE MyTalluii TeHOB, OTBETCTBEHHBIX
3a CHHTE3 THTHHA, B Pa3BUTHU JWJIATAlMOHHOW Kap-
JUOMHOTIATHH OBUIO TOATBEPXKIACHO TaKXKe IPYIION
uccrenoBaresei mos pykosoacrsom Herman [21]. My-
TaIH BBISBISLIN B 25% citydaeB y OOJIbHBIX CeMEeHHON
(dopmotii kapauomuomnatuu U B 18% B ciyuae criopajiu-
YEeCKOr0 BOSHUKHOBEHUS 3a00J1€BaHUs.

Kak ObUTO OTMEUYEHO BbINIE, HaNOOJIEE SPKUE U3-
MEHEHHSI Mbl OOHApPYXHWIIM TPU OIICHKE COCTOSHHUSI
JIECMUHA M BUHKYJIMHA B MCCIIEAYEMbIX 00pa3lax Mu-
okapza. llepepacnpenenenue aecMHHa B MHOKape
OOJIBHBIX JUJIATAIMOHHOW KapJUOMHUOIMATHEH OBLIO
ormeueHo emie B 1991 roay rpymnmoit uccieaopareiei
o1 pyKoBOCTBOM J. Schaper Ha He0OIbIIOM KOJTHYe-
cTBe MaTepuana (8 9KCITaHTHPOBAHHBIX cep/elr). AB-
TOPBI MOTYCPKUBAIIN HEPETYIIPHOCTD PACTIOIOKEHUS
Z-TMHWH, a TaKKe YCUICHUE PEaklMu B [UTOIIA3Me
KapJIMOMUOIIMUTOB B HCCIIElyeMOM MUOKAp/Ie 10 CpaB-
HEHHUIO ¢ KOHTPOJBbHOW rpymmoil. B Gonee mo3aneit
pabore Di Somma et al. [15] Taxxe ormedanu Hepe-
TYJIIPHOE PACHOJIOKEHUE JIECMUHA M YCUIICHHE peak-
UK B 30HE Z-TUHUNA. B Hamem nccieqoBaHUM BBIpa-
JKEHHOTO YCHJICHHUSI PeakuH B 00IacTi Z-AHCKOB Mbl
HE OTMeuajH, ckopee HaoOopoT, Ha GoHe ociadiieH-
HOW JKCTpeccuu Oellka B YacTH KJIIETOK DKCIIPECCHS
ocTaBaJlach HOpMalbHOH. J[aHHBINA QakT MOXKHO 00B-
SICHUTh PSIJIOM TPUYHMH. CYOBEKTUBHOCTBIO OIECHKU
mpernaparos, pasiaununeM Mmetoauk (rpymma Di Somma
OKpalMBaJIM Tpenaparbl HMMYHONEPOKCHIa3HBIM
METOJIOM), & TAK)KE 0COOCHHOCTSIMH TOMYJISIIHH 00JTh-
HBIX.

B mammumx panaux paborax [2, 6], mpoBeneHHBIX Ha
HE3HAYMTEILHOM KOJIMYECTBE Marepualia, Mbl 00paru-
JI1 BHUMaHHE Ha MHTEPECHYI0 0COOEHHOCTH pacipese-
JICHUsI IECMUHA B MHOKap/ie OOJIbHBIX AUIATAllMOHHON
KapIHMOMHONATHEN: JKCIpeccHus Oelka OTCYyTCTBOBa-
7a B 00JaCTH BCTABOYHBIX JIUCKOB KapIHOMHOIIMTOB.
B HacrosiieM uccieoBaHMM Takas KapTHHa HaOIlo-
nanack B 18 u3 27 o0pasioB Muokapaa OOJIbHBIX JTU-
JATAIMOHHON KapauoMuonarueil. BcTaBouHble AHCKA
SIBJISIFOTCSL CIIOKHBIM 00pa30BaHUEM, COCTOSIIHM H3
3HAUUTEIBHOTO YHCia OENKOBBIX COCAWHEHHUH, B TOM
yuciie u gecmuHa [1, 18, 26]. [ToMnmMo MexaHH4eCKOro
COCJIMHEHHSI OTACTbHBIX KJIETOK MBIIICYHOTO BOJOKHA
BCTABOYHBIC JIUCKU OOECHEUYMBAIOT Iepeavyy CUTHa-
Jla COKpallleHHst U pacciallleHuss OT OJHOTO Kapauo-
MuonuTra apyromy. s oOecrieueHUs ONTHMAIBLHBIX
ycIoBuil (hyHKIIMOHUPOBAHUS cepaia 00s3aTeIbHbIM
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SIBJIIETCS HOPMAJTbHOE COOTHOIIeHue Oekor [17, 18].
O4eBUIHO, YTO BBITIAJICHHUE JIAXKE OJHOTO KOMITOHEHTA
W3 TAaKOH CTPYKTYpPBHI MOXET MPUBOAMTH K HEYKIIOH-
HOMY YXyALICHUIO (PYHKIHMH OpraHa, XOTs IOCIel-
CTBHSI TAaKOTO HAapyLIEHUS HE HACTOJIBKO KPUTHYHBI,
KaKk TpU TOBPEXKICHHUAX COKPATUTEIHLHOTO anmapara
KapJUOMHOIIMTA. BeposiTHO, 9TO MPOUCXOTUT 3a CUET
YaCTUYHON KOMITEHCAMU (YHKIUH JECMHUHA APYTUMHU
OenKaMu, BXOASALIMMHU B COCTaB BCTaBOYHOIO JHCKA.
WHTepecHbIM SBISICTCS HAONIOJEHUE TOYTH ITOIHOTO
OTCYTCTBHSI JISCMHHA B KapJUOMHOIIMTAaX MHOKapaa
OOJIBHOTO 3TOH MOATPYMIIBL.  AJUIOTPAHCIIAHTALHS
cepAlla AaHHOMY HalMEeHTy ObLIa BBIOJIHEHA B BO3-
pacre 23 net. Eniie ofiMH ciyvaid MpakTUYecKH TOJIHOTO
OTCYTCTBHSI DKCIIPECCUH JE€CMUHA ObUI BBISBIEH HAMH
IPU UCCIIEJOBAaHNH AyTOIICHIHOTO Marepuana 19-met-
HEro OOJIBHOTO JWJIATAllMOHHON KapIuOMHUOTIATUEH,
B JaJIbHEWIIEM y 3TOTO MalMeHTa MPH FeHETHYECKOM
UCCIIeIOBaHUM MaTrepuaia Obuld OOHApy>KeHbl Hapy-
IICHUs] B TEHE, OTBEYAIOIIEM 3a CHHTE3 AecMuHa (pe-
3yJIbTaThl UCCIICAOBAHUSI HE BOIILTH B JAHHYIO paboTy).
BeposiTHO, Ipy yrHETEHUH CUHTE3a IECMUHA U TIOJTHOM
MCYE3HOBEHUH €T0 U3 CTPYKTYP KapIHOMHOLMTA IPO-
HCXOIUT Pe3Koe HapyleHue (PyHKINU MHOKapAa, Tpe-
Oyrollee TpaHCIUIAaHTAIUK OpraHa JTM00 MPUBOJIIIEE K
rubenu manueHTa [1].

Peskoe ocnaOieHue 3Kcrpeccuy JecMUHa BO BCTa-
BOYHBIX JHMCKAaX KapIHOMHOIHUTOB O0mbHBIX MKMII
(2 cnyuast u3 11) MOXKHO OOBSICHUTH Pa3BUTHEM COYE-
TAaHHOH MaToioruu MUoOKap/a. Tak, B 0030pHO# cTarhe
Luk et al. [24] mokazaHa BO3MOKHOCTH BTOPHUYHOTO
passutus JIKMII Ha doHE aTepoCKIepOTHIECKOTO T0-
Pa’KeHHUs COCYIIOB.

B OonpmmHCTBE 00pasioB MuoOKapaa OOIbHBIX
WUKMII (7 u3 11), a Taxke y yactu 6onpHbIX JJKMIT
(7 w3 27) mbl HAOMIOMAM KApTHHY TaK Ha3bIBAEMbIX
desmin-free-kapauommonntoB. HMHTEpecHO, YTO BO
Bcex ceMu ciydasx pa3sutus JKMII y 6onbHBIX mMe-
Jach YeTKas aHaMHECTHYeCKasi CBSA3b C TIEPEeHECEHHON
BUpycHOW wuH(peknuel. Takwe cXomHbIe W3MEHEHUS
KapIMOMHOLIMTOB B MHOKapA€ OONBHBIX C Pa3IMYHON
MaTOJIOTHEH TO3BOJISIIOT MPEAIONOKUTHh HaJUdne 00-
LIMX MEXaHU3MOB, MPUBOSIINX K HAPYIIECHHIO CTPYK-
TYPHBIX O€JIKOB, BHE 3aBUCUMOCTH OT OCHOBHOM Ipu-
quHBI 3a00eBanms. [lomoOHOE TpenrookeHne ObIIOo
BhICKa3aHo B pabote Hein et al. [20].

OOmme ans pa3HbIX MAaTOJIOTWH M3MEHEHHs ObLTU
OTMEYEHBI TaKXe NMPH OLEHKE COCTOSHUSI BUHKYJIWHA
1 3aKJIOYAINCh B TUNEPTPOGUN KOCTAMEPOB U HAKO-
ieHnH Oernka B oonactu T-TpyOodek, 4yTo BU3yaIn3u-
POBANOCH HPU UMMYHOQIIIOOPECIIEHTHOM OKpalInBa-
HUW KaK YCHJICHUE PEaKIuu B 30He Z-muHui. Cropee
BCEro, Ha OTpPEAEJICHHOM 3Tale YCHJIEHHE 3KCIpec-
CHUHM BUHKYJIMHA B JAHHBIX OOJNACTAX SIBJISIETCS KOM-
MEHCATOPHBIM MeXaHU3MOM. O/HaKO Ype3MepHOE €ro
HAaKOIUICHUE MOXET 3aTpydHATh IepeAady CHUrHaaa
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COKpAIIIEHHS U pacciablieHus U3 KJIETKU IKCTPAIeIITIO-
JISIPHOMY MAaTPHKCY M 00paTHO B 00JIACTH KOCTAMEPOB,
a TaK)Ke MPEISITCTBOBATH BBIXOJY HMOHOB KaJbIIUSA W3
T-TpyOouek B capkoIuia3my KJICTKH, YTO PE3KO CHHKa-
eT CIOCOOHOCTh CEPIICYHOM MBIIIIBI K COKPALICHHIO U
BElIET K YCHUJICHHIO TaK Ha3bIBAEMOM JKECTKOCTH MHO-
kapia. HaubosnbImnas crerneHb HaKOIUICHHUST BHHKYJIHHA
B obiactu T-TpyOouek Oblsia OTMEUEHa TPH IUJIaTaIln-
OHHOH Kapauomuonaruu. [logoOHOe sBICHKE, BEPOsT-
HO, 00YCJIOBIICHO MyTalliell TeHOB, OTBETCTBEHHBIX 32
CHHTE3 BHHKYJHMHA W CBsI3bIBAHHE OCliKa B XapakTep-
HOU [Tt Hero Tokanm3anuu [2]. MHTepecHbI Takke aBa
clty4ast PaKTHYECKH TTOJTHOTO OTCYTCTBHUS SKCIIPECCHU
BUHKYJIMHA B 30HE KOCTAMEPOB M CapKOJIEMMBI Kap-
JTMOMHOIINTOB, BBISBICHHBIC B HAIIEM HCCIICOBAHHU.
B skcriepumenTanbHoii pabote rpynmoi Zemljic-Harpf
et al. [30] 6BLIO TIPOZIEMOHCTPHUPOBAHO, YTO B TPYIIIE
JIMHEHHBIX MBIIMIEH ¢ HOKAyTOM 10 TeHy BHHKYJIHHA
0co0M Hayau morudark ¢ 6-HelEeNbHOTO BO3pAcTa, HU
OJIMH IPBI3YH HE JOKHUI 10 6 MecsiteB. DKCTpanonupys
BO3pACT JKMBOTHBIX Ha YEJIOBEKA, ABTOPHI MPHUILIA K
BBIBOJLY, YTO TIPH MOBPEKACHUH TE€Ha, OTBETCTBEHHOTO
3a CHHTE3 BUHKYJIUHA, TTATOJIOTHYECKUE COObITHs (BHE-
3alHasi CMEPTh, Pa3BUTHE KapJAHOMUOINATHH) Y JIFOIEH
MOTYT TPOMCXOANUTHh B TOIPOCTKOBOM HIIH MOJIOJOM
B3pOCJIOM Bo3pacrte. Hammm mamueHTaM, B Kapauo-
MHOITUTaX KOTOPBIX BBISIBUIIA OTCYTCTBHE DKCIIPECCHU
BUHKYJIMHA B 30HE CApKOJIEMMbI U KOCTAMEPOB, aJljIo-
TpaHCIUTAHTAIHS Cep/a Obliia BBIMOJIHEHA B BO3PACTE
18 u 23 ner.

XapaKkTepuCTUKa HAPYIIEHUN CTPYKTYpbl Kapauo-
MHOITUTOB, MPOJAEMOHCTPUPOBAHHAS HAMH Ha 00pas-
ax MHOKapaa OOJbHBIX pa3nYHBIMH (OopMaMH Kap-
JMOMHOIIATHH, MOTJIa Obl OBITH MOJIE3HA KIMHHUI[HCTAM
HE TOJIBKO C TOYKHU 3PEHHUS YTOUYHEHHS THarHo3a. Busy-
QJIN3aIns COCTOSIHUSI CTPYKTYPhI MUOKap/a MOXKET HC-
MOJIb30BAThCS TAKXKE B KAYECTBE OIEHKH 3D PEKTUBHO-
CTH JICBOXKEITYIOUYKOTO 00X0/1a, KOTOPBIil B MOCIIEAHIE
TOZIbl PacCMaTPUBACTCS HEKOTOPHIMH aBTOPAMH Kak
aJbTepHATHBA TPaHCILIAHTaIMK cepana [4, 7].

3AKAIOYEHUE

B pesynbrare nmpoBeACHHOTO HCCIIEOBAaHUS ObLIH
BBISIBIICHBI M3MEHEHUS CTPYKTYpPHBIX OCIKOB Kapawo-
MHOLIMTOB, XapaKTepHbIE JJIs TUATAllMOHHON KapIuo-
MHOIIATHH, a TAK)KE HAPYIICHHUS, CXOIHbIC Y OOJIBHBIX C
pa3IMYHON MATOJIOTHUEH, YTO, BEPOSTHO, 00YCIOBICHO
HAJIMYUEM OOIINX MEXaHW3MOB MOBPEXKJICHUS BHE 3a-
BHCHMOCTH OT OCHOBHOM MPUINHBI 3a00JICBAHMUS.

Bo3MOXXHOCTH BU3yallM3alliyd U OLIEHKU COCTOSHMS
MaKpOMOJIEKYJIAPHONW CTPYKTYpbl MHOKapJa MOXKET
OBITh UCIOJIB30BaHA C IEJIBI0 YTOYHEHHUS STHOJIOTHH
3a00JIeBaHMs, a TaK)Ke MPUMEHATHCS B KaUeCTBE KOH-
TPOJIsS JICYCHHUSI TIPU aJbTEPHATHBHBIX CIIOCO0axX Tepa-
U1 KOHEYHOU CTaJuu CEPAEUYHON HEJOCTATOYHOCTH.
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