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OCOBEHHOCTH MUTOXOHIPUAJIBHOI'O AIIITAPATA
KAPIUOMHUOIIUTOB ITPU PA3JIMYHBIX 3ABOJIEBAHUAX
CEPIIIA U1 B OKCIIEPUMEHTE
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IIpoBeneH ynbrpacTpyKTypHbIH aHAIN3 COCTOSIHUS MUTOXOH iU Kapauomuonutos (KMLI) npu pasnnusbix
3a00JIeBaHMSX Cep/la: NIIEMHIECKOH, TUIAaTalHOHHOM, THa0eTHUECKOi, aJIKOTOIBHON KapHOMUOIATHSX, TapOK-
CH3MAJIbHBIX TaXHAPUTMHUIX, aPUTMOTCHHON AUCILIA3UH [IPABOTO JKEITy[0UKa, IIPH IKCIIEPUMECHTAILHON afpHaMu-
LIMHOBOH U aJKOroibHON KapauomuonaTusx. IlomyueHHbIe JaHHBIE CBUAETENLCTBYIOT O TOM, YTO MUTOXOHIPHU
KMII HaxoasTcst B TECHOM B3aMMOCBSI3H C SAPOM, SIBJISIIOTCS LIEHTPAJIbHBIM 3BEHOM B PA3BUTUH KJIETOUHOM 1aTO0-
THH, a TAKXKe UTPAIOT KIIOYEBYIO POJIb B IIponeccax cTapeHun u rudemn KMII.
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CARDIOMYOCYTE MITOCHONDRIA CHARACTERISTICS IN DIFFERENT
HEART DISEASES AND IN EXPERIMENTS

Tsyplenkova V.G., Sutyagin P.V., Suslov V.B., Oettinger A.P.
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Mitochondrial ultrastructure was studied in endomyocardial biopsies of patients with different forms of
cardiomyopathy and arrhythmias so as in animal models of alcoholic and adriamycin cardiomyopathies. Alterations
in ultrastracture of mitochondria, their arrangment and quantity per cell were obtained. Both mitochondria
accumulation near the nucleus and migration into the nucleus were found in patients and in experiments. Authors
propose that mitochondria are the central echelon in pathology development and progress.
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BBenenue

C camoro Hayama TpPHUMEHEHHs YIbTpa-
CTPYKTYPHOTO aHain3a Js W3yYeHHus Ta-
TOJIOTHM MHOKapjaa ObII0 OOHApy>KeHO, YTO
NEepBBIMU Ha JII000€ BO3JEHCTBUE pearupyror
MUTOXOHIpHHU. B nanpHeiimem Oblia ycTaHOB-
JIeHa WX MPUYACTHOCTH K MPOIECCY CTapeHUHN
u rudemn xietok [2,3,9 ].Ilokazano, 4to Mu-
TOXOHJIPHH, SBJSSACH TMPOTYIIEHTOM aKTHBHBIX
¢dopm xucnopona (ADK), zanyckaror B Kier-
K€ OKHCIUTENIBHBIA CTpecC, HMPUBOIALIUN K
CEphE3HOW MATOJIOTHM KIJIETOK, WX THUOEIH H
HapylIeHno (QyHKIIMOHUPOBAHUS BCETO Op-
rada [8,10 ]. B mocnegHue roubl HAKOTUIEHBI
JMAHHBIE O TOM, YTO COCTOSHHE MHTOXOHAPHUIl
3aBHCHUT OT COOTHOIIEHUS OEJIKOB CIMIAHUS U
nenenus (fusion and fission) [7 |. Panee namu
ObUIO IOKA3aHO, YTO MpPU NATOJOTHUHU cepiua
MIPOUCXOANT HAKOIUICHWE B KapIHOMHOIMTAX
(KMII) orpoMHOrO KOJHWYECTBA ITOBPEKICH-
HBIX MHUTOXOHJPHH, YTO MPHUBOAWUT K DHEpTe-
TH4Yecko HecocTosTeabHocTH KMII, HeBo3-
MOYKHOCTH OCYIIECTBICHUSI COKpPaTUTENbHOMN
(YHKIUH, CTAPEHUIO ¥ THOenH KIeTok[2,3 ].

Llenpro HACTOAIIETO WCCIIEOBaHUS OBLIO
MIPOAHATM3UPOBATh COCTOSTHHE MHUTOXOHPH-
AJBHOTO armapara Ipy pa3iIndHbIX 3a0o0eBa-
HUSX Cep/lla U B OKCTIEPUMEHTE, COTTOCTaBUTh
MOJyYeHHBIE YIABTPACTPYKTYpPHBIE JaHHBIE C
TSDKECTBIO KITMHUYECKHUX MPOSIBICHHH.

MeToauka uccJjeI0BaHus

B u3ydenHsr sHIOMHOKapANaIbHEIE OHOIICHH OT
OOJIBHBIX C Pa3MYHBIMU CEPACYHBIMH 3a00JICBAHHSIMHU:
HIIEMUAYECKOM, AUITaTallOHHOM, UabeTHYeCKOM, aiKo-
TOJBHOM KapIMOMUOMATUSIMH, ApUTMOTEHHOHN aucIia-
3Heil NMpaBOro JKeIyJouKa, MapoOKCH3MAJIbHBIMH TaxXHa-
puTMHAMH. Brontarsl 3H10MHOKapa OBUTH MOTYYEHBI C
JMarHOCTUYECKOH LeNbI0 TPY MPOBEJEHUH BEHTPUKYIIO-
rpaduu 13 IPABOTO WM JEBOTO JKETYAOUKOB M MEKOKEIY-
JIOYKOBOI! IIEPErOpO/IKH; IPH HAPYIICHUSIX PUTMA CepAIa
OuomnTaThl 3a0UpPATUCh MHTPAONEPALIMOHHO U3 MPABOIO
JKETyHA0UKa, MEXKEIyT0UuKOBOH Meperopofku M MpaBoro
npencepausa. Kpome Toro ObIT M3ydeH MHOKapJ JIEBOTO
JKeTyZo4YKa KpbIC JIMHUU BucTap mpm skcrepuMeHTanb-
HOH a/IpuaMHUIIMHOBOM M aJIKOTOJIBHON KapMOMHOIIATH-
ax [4,6 ]. Tkanp MHOKapaa GpUKCHpoBaiIM B 3a0ydepeH-
HOM pacTBope Tapadopmanbaeruaa, mocTGuKCHpOBAIN
B YETHIPEXOKHCH OCMUSI, NTOCIIe AETUAPATALNH 3aIHBAIIH
B ApananT. YIbTpaTOHKHE Cpe3bl TOTOBHIM Ha YIbTpa-
mukporomax ¢upmsl LKB u Reichert, mocne nBoiiHoro
KOHTPAaCTHPOBAHHS yPAHMIAIETaTOM H IUTPATOM CBHHIIA
IPOCMAaTPUBAIIU B MIEKTPOHHBIX MUKpockonax JEM 100-
cx u Philips SM-100.

Pe3yabrarsl HccieIoBaHus U UX
o0cyxaeHue

B mMuokapae KenyJoYKoB OOJIBHBIX Kap-
JIUOMHUOTIATUSIMH MEHSIIOCh TUIMYHOE PacIio-
JIOKEHHUE OPTaHeNT: MEXXMUODUOPHILTAPHAS U
cyOcapkojieMMalibHasl TOMYJISIIIUA  MHTOXOH-
JIpMl IPAKTUYECKHU OTCYTCTBOBaiu. MuTto-
XOHJIPUH, B OCHOBHOM, 0a3UpOBAJIUCH B OKO-

MEXTYHAPOJIHBIN KYPHAJI TIPUKJIA THBIX
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JIOSIZICPHOM 30HE, NIPU TSDKENBIX KIMHHYECKUX
COCTOSIHHSIX, COITPOBOXKIAFOIINUXCS CEePICUHOM
HEJIOCTATOUHOCThIO, OYKBAIBbHO CTAHOBUIIUCH
npeobnanatomeit crpykrypoit B KMII, kak
OBI BBITCCHSSI MHO(DHOPMILTBEI. MHUTOXOHIPHH
OBUIM OYEHb MEJIKUMH, UX MATPUKC ObLIT 3JICK-
TPOHHO MPO3pPaveH, HEKOTOPHIE HE COICPIKATH
KpUCT M BBHINIAACIU Kak Bakyonu. (Puc.la).
HecMoTps Ha MIIOTHOE MPUIICKAHUE MUTOXOH-
JIpuil Ipyr K JOpyry, MEeXMHUTOXOHAPHAIBHBIC

KOHTAaKTbl HE OIpeAesiuch. Bcerpevyanuch
CENTHUPOBAHHBIC MUTOXOHAPUH, MUTOXOHAPUH
C MepeTsHKKAMH, C JIOTIOITHUTEIBHBIM KOMITap-
t™eHTOM (Puc.1a,6). B KMIl moxHO OBLIO
HaOJIOaTh PE3KO M3MEHEHHbIE MUTOXOHIPHH,
cojieprKalliie BHYTPU MEJIKHE «HOBOPOXKICH-
HBIE» MUTOXOHJIPUH, a TAK)KE BaKyOIlH, HAITOJI-
HEHHBIE OCTATKaMHM MUTOXOHJAPHH U JPYTHUM
ounonornueckuM «mycopom»(Puc.1 B,r).

Puc. 1. Ynompacmpykmypa MumoxoHOpuil npu pasnuunslx 3a001e6anusx cepoya. (Yeenuuenus nokasamvl ¢
nomowwto ompesxos) la. KMI] 6onvroeo uwemuueckou kapouomuonamuetl. Hakonienue menkux npoceemienHbix
MUMOXOHOPULL 8 OKONLOSOEPHOUL 30He, HEKOMOopble NPpaKmuiecku auwenst kpucm, 16. fuabemuveckas
rkapouomuonamusi. B KMI] o6napyscusaromes cenmuposanuvie mumoxonopuu(C), MUmoxoHopuu ¢ nepemsaickamu
(MI1), a maksice ¢ OONOTHUMENbHLIM KOMNapmmenmom (cmpenka), 16. Junamayuonuasn kapouomuonamus.
Buympu mumoxonopuil, ne cooeparcauux Kpucn, cooepicamcst Meikue MumoxoHopuu(cmpenxi),

12. Mumoxonopuu ¢ ocmamkamu Kpucm u opyaum ouonocuveckum «mycopom» 6 KMI] npu apummozerHotl
OUCHAA3UU NPABO2O HCETYOOUKA

IIpy mapokcu3ManbHBIX TaXHAPUTMUAX
MuTOXOHApHK B OomnbmuHcTBe KML[ ObLIH
OecropsiiouHo pazopocansl 1o KMII, umenn
MaJIeHbKHE pa3Mepbl, MIOTHBIA MaTrpukc. Ta-
kue KMII yacTo ObLIM COeTMHEHBI BCTABOYHBI-
mu auckamu ¢ KMI B cocTossHME aronro3a.

HpI/I BCCX U3YYCHHBIX IMAaTOJIOTHUAX U B OKC-
NepuMenTe o0palaino Ha ce0s BHUMaHue B3a-

MMOOTHOIIIEHUH MUTOXOHJIpUH U sA1ipa. MOXKHO
OBLTO HAOIOAATH TECHOE MPUIICKAHUE HAPYK-
HBIX MEMOpaH MUTOXOHAPHUH U s1pa, a TaKKe
MOSBJIEHNE MHTOXOHAPUH B KapuOILIa3Me,
IpUYeM YHCIO MUTOXOHIPUN BapbUPOBAJIO OT
HECKOJIBKUX OPraHel A0 IOYTH IOJIHOTO 3a-
nonHenus siapa (Puc.2a,60,8 ) Buytpusinepuasie
MUTOXOHJIPUU OOHAPYKUBAIUCH TAKXKe B IKC-
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MIepUMEHTE MPU aJPUaMULINHOBOM 1 aJIKOTOJIb-
Hoii kapauomuonarusx(Puc.2s,r).

SIBneHMS MUKPOMHMTOXOHJPHO3a, TpPaHC-
(hopmarii MUTOXOHIPH B METTKHE «OyCHHKI
Ha HUTH OBUIM OIMCAHbl pPaHee IpHU Pas3iIvy-
HBIX MAaTOJIOTMYECKHUX COCTOSIHUSX MUOKap/a u
B okcrniepumenTe [ §]. Takas TpaHcopmaius
MUTOXOHJIpHUH OblIa OXapakTepH30BaHa Kak
MHUTONTO3, TUOEIb MHUTOXOHIPUH, NpesLe-
CTBOBaBIIIas amomnrto3y. B mutupyemoit padbote

NPOHUKHOBEHHE TPaHC(POPMUPOBAHHBIX MHU-
TOXOHJPHUH B sIIPO 0OBSCHSIIOCH KaK IIEPEHOC
aroNTOTUYECKNX OEKOB M3MEHEHHBIMH MHU-
TOXOHJIPUSMH B TEHETHYECKHI ammapar siapa
IUTS 3aITycKa ImporpamMmel cMeptH [ 8] .B HacTo-
SIIIEM UCCIIEJIOBAHNU MBI HE OOHAPYKUIIN BHY-
TPHU s/Ipa MUTOXOHJPHUN C U3BMEHEHHOH yJIbTpa-
CTPYKTYpOH, BHYTPHSIEPHBIE MHUTOXOHAPUU
MPAKTHYECKN BCETJa OTINYAIUCh MHTAKTHOMN
cTpyKTypoi (Puc.2).

Puc.2. Bzaumommouienus MumoxoHOpuil u si0pd npu pasiudHulx 3a001€6anusxX cepoya y NayueHmos u
npu IKCNEPUMEHMATbHBIX Kapouomuonamusx. (Yeenuuenus ykazanvt 6 suoe ompeskos). 2a. Eounuunas
Mmumoxonopus 6 siope KMI] npu uwemuueckoti kapouomuonamuu (cmpenka), 26. Buympusdeproe
cKonnienue mumoxonoputl u aunogycyurna ¢ KMI] npu ounamayuonuotl kapouomuonamuu (cmpenkiy), 28.
Tossnenue mumoxonopuii 6 aope KMI] npu sxkchepumenmanvHou aopuamuyio8ol KapouoMuonamuu
(cmpenku), 2e. Mumoxonopuu 6 sope KML] npu sxcnepumenmanshotl
ANIKO2ONbHOU KapouoMuonamuu (cmpenka)

W3BecTHO, YTO MUTOXOHIPUHU UMEIOT COO-
CTBEHHBIN T€HOM, KOTOPBIH BKIIFOUaeT 37 Te-
HoB, mutoxonapuansHas JJHK obecneunBaer
cuHTe3 6-7% MUTOXOHIpUATBHBIX OenKoB [ 1].
Pennukanus MHUTOXOHAPHUI KOHTPOJIUPYETCS
sneprnoit JIHK, uto oTuactu oOwscHser Tec-
HbII KOHTaKT MHUTOXOHJIIPUH C SIAPOM U Jaxke
HX MPOHUKHOBEHHE B KapHoIu1a3Mmy. B mocnen-

HHE TOIbI CTAJIN MOSABIIATHCS JAaHHBIE O TECHBIX
JHEPreTHUYECKUX CBA3AX MEKAY MUTOXOHIPHUS-
MU H siApoM| 5].9T0 XOpoIIo 0ObsSICHSIET HaJIHU-
YK€ OKOJOSAEPHOrO KilacTepa MHUTOXOHAPUH,
TECHBI KOHTaKT MeMOpaH MHTOXOHAPHHA U
a1pa..

Hamu panee BeIcKa3bIBajgach IMIIOTE3a, YTO
BHYTPHAJEPHBIE MUTOXOHAPHUHU 3TO IIPOCTO pPe-

MEXIYHAPOIHBIN )KYPHAJ TTPUKJIAIHBIX
1 ®YHJIAMEHTAJIBHBIX UICCIEJOBAHUI Ne8, 2014
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3yIIbTaT MEXaHUYECKOTO 3aXBaTa OpraHEJUT BO
BpeMsi aDOPTUBHOTO MHUTO3a, HE 3aBEPIIUBIIIC-
rocst uutoromueit [3].Ho okoHwarenbHO mpo-
HUKHOBEHHE MUTOXOHApUi B apo KMI] moka
TPYIHO OOBSICHUTH.

K MuTOXOHIpUaIbHBIM OOJIC3HSAM, HACJe-
JTyeMbIM TI0 MAaTEPUHCKOM JIMHUU, OTHOCSITCS U
kapauoMuonaruu|1]. B Hamem uccienoBaHuu
MBI U3y4ajii OUOTITaThl OONBHBIX KapIHOMHO-
MaTUSIMU, TMAPOKCU3MAJIbHBIMU TaXHAPUTMU-
MM, @ TaKKe SKCHEPUMEHTAIBHBIE MOJEIU
KapauoMuonaruii . Ilpu skcriepuMeHTaIbHON
apMaMULIMHOBOM M aJIKOTOJIbHOM KapIHOMU-
OIaTusiX OOHAPYKUBAINCH AHAJOTHYHBIC W3-
MEHEHHSI MUTOXOHAPUNA KaK U y MAlUEHTOB, a
TaK)Ke TECHbIE KOHTAKTHI SI7[Pa U MUTOXOHIPUI
U MPOHUKHOBEHHWE MUTOXOHIPUH B 1Ip0. XOTH
TCHETHYECKOTO HCCIICAOBAHUS TAIlUCHTOB HE
MIPOBOAMIIOCH, TONYYCHHBIE TAHHBIC HABOIST
Ha MBICIIb, YTO IIPU KAPAUOMHUOTIATUIX U apUT-
MHUSIX PEeUYb UJIET O MyTalUsIX B FEHETUUECKOM
anmapatre KMII. BosHukaer rereporiazmMus
— HAJINYUE MUTOXOHJPUM KaK ¢ HOPMaJIbHBIM,
TaK u ¢ aedextHbiM TeHoMoM [ 1,3]. Xapakrep-
HO, 4TO JIe(PeKTHbIC MUTOXOHJPUU HAUMHAIOT
0e3ynepKHO MpoaudeprupoBaTh, 4YTO U MPUBO-
quT K HakoruieHuto ux B KMIL, suepreruue-
CKOM HEJOCTAaTOYHOCTU U MPOTPECCUPOBAHUIO
3a00eBaHMs.

O0a BemiecTBa, MPUMEHSEMBbIC JIJIST MOJIC-
JIMPOBaHHUS aJJpUaMUIIMHOBON U aJKOTOJIbHOM
KapAUOMUONATUM, SBIAIOTCS TOKCHUYECKUMU
U, MO-BUIUMOMY, BO3JCHCTBYIOT Ha TEHETHYE-
ckuit anmapatr KMII. CxonHble u3MeHeHUs py

aToJIOTuU 'y MNalMC€HTOB W B SKCIEPUMCEHTE,

MMOATBCPIKAAIOT 3TO MPECAIIOJIOKCHUC.
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