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Ananimuunuii 02na0 nposedeHull y pamkax Hayko8o-00ciionoi pobomu « Cmpy-
KMypHi nepedy008u KOMNOHEHMI8 cepye8o-CyOUHHOI cucmemu 8 ymMogax ii Hop-
MANBHO20 U AHOMANLHO20 2ICMO2eHe3y Y NHOOUHU Ul eKCNepUMEHMATbHUX MEd-
puny (nomep oepacasroi peccmpayii 0111U006621).
KirouoBi ciioBa: miokapa, yibTpa-
CTPYKTypa MIiTOXOHApil, Kapmiore- Pestome. IepeOynoBu MITOXOHAPiaJIBHOrO amapara KapIiOMIOLUTIB MOXYTh
OyTH IO3HAYEHI SIK IIPOBiIHI (haKTOPH, IO € MIAIPYHTSIM Pi3HHX (OPM ceplieBO-
CYZMHHOI T1aTOJIOT1, MPOTe AWHAMiKa MOP(OTreHETHIHUX MepeOya0B MITOXOH/I-
pioMy cepiisi B HOpMi Ta MiJ BIUIMBOM MOIIKO/DKYIOUMX (aKTOPIB 3aJIHMIIAETHCS
HEIOCTaTHBO AOCIIIKEHO0. MITOXOHAPIT CKOPOTIAMBOTO KapIiOMiOIUTa BUPI3-
HSIOTHCSI 3HAYHIM T€TEPOTCHITETOM SIK 32 CBOEO MOP(OIIOTIEIO Ta JIOKATI3ai€I0
B KJIITHHI, TaK 1 3a OI0XIMIYHIMH BIaCTHBOCTSIMH, Ta 3[aTHI MO-PI3HOMY B3ae-
MOZISTH 3 IHIIMMHU BHYTPIITHBOKIITHHHAMHA CTPYKTYpaMH. BaxiauBuM i akTya-
JIHAM € TIMTaHHS PO B3a€MO3B’SI30K MK HEOJHOPIMHICTIO (YHKIIT 1 perioHa-
JILHOT CIIeliatizariii MiTOXOHAPIH, MUITXaMH pealti3allii TeTepOreHHOCTI B KIIITH-
HI Ta CTYNEHEeM IX 3aJle)KHOCTI BiJ MATOJOTIYHOTO CTaHy B OHTOTCHETUYHOMY
acriekTi. IcHye BiTHOCHO Hebarato yJbTPacTPyKTYPHHUX IOCIHIIKEHb, IO CIIPS-
MOBaHI Ha BHBUCHHS aIalITUBHHUX Ta albTEPATUBHUX MPOILECIB Y MITOXOHAPISIX
MEePEACEPAHOrO Ta IITYHOYKOBOTO MiOKapia I Ai€0 Pi3HUX PEXHUMIB MpeHa-
TaJILHOI TIMOKCII B IpoOIeci PO3BUTKY MiOKapaa. 3HAYHHN iHTEpeC CTAaHOBHUTH
3’sICyBaHHS MEXaHI3MIB peaii3alil yIbTpacTpyKTYPHUX IIEPETBOPCHb MITOXOH-
piajbHOrO amapara Ha MDKKIITHHHOMY Ta TKAHHHHOMY DPIBHSIX 32 YMOB TiIOKCIT
Ha eTarax OHTOTCHE3Yy.
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Ivanchenko M.V., Tverdokhlib I.V. Formation of mitochondrial apparatus of contractile cardiomyocytes during
normal and hypoxic injury of cardiogenesis.

Summary. Changes of cardiomyocytes mitochondrial apparatus can be marked as the main factors which are the basis of
various forms of cardiovascular disease, but the dynamics of morphogenetic rearrangements heart mitochondria are poorly
researched under normal conditions and under the influence of harmful factors. Mitochondria of contractile cardiomyocytes
are different in their morphology and localization in the cell, the biochemical properties and are able to form differently asso-
ciation with other intracellular structures. Question of the relationship between function and heterogeneity of regional specia-
lization of mitochondria and the realization of the heterogeneity in the cell and the degree of their dependence on the disease
during ontogeny is important and relevant. There are relatively few ultrastructural studies that investigate adaptive techniques
and alternative processes in the mitochondria of atrial and ventricular myocardium under prenatal hypoxia during the devel-
opment of the myocardium. It is interesting to find mechanisms for the implementation of the ultrastructural changes in the
mitochondrial apparatus and extracellular tissue levels in hypoxic conditions on the stages of ontogeny.

Key words: myocardium, mitochondrial ultrastructure, cardiogenesis, rats, hypoxia.

3acanvna xapaxmepucmuxa

Hai6inpmnii pu3uK Ui SKATTS, 3J0POB'S Ta
PO3BUTKY JIIOAWHM TIOB'SI3aHUI 3 PaHHIMU eTarnamu
OHTOreHe3y. UncieHHi XpOoHiuHi, iHBaIiAn3yroui abo
HaBITh (paTaJibHI MATOJIOTIYHI CTaHU Y JOPOCIHX
OepyTh IOYATOK y IEPHHATAIFHOMY Ta HEOHATalIb-

HOMY Iepiofax, a AesKi XBOpOOW HEOHATalIbHOTO,
TPYyIHOTO Ta CTapUIOro BiKy SBISIOTH COOOI0 TpO-
JIOHTOBaHY MaToJIOT1I0 PO3BUTKY €MOpioHa 4M IuIoa
(Camm E.J. et al., 2012; Linde D. et al., 2011).
Jucrpec ruiona Ta HOBOHAPOJDKEHOTO, SIKMH €
OCHOBHOIO TPUYMHOI TEPUHATAIBHOI 3aXBOPIOBA-
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HOCTI Ta CMEPTHOCTI, BUHHMKAE€ BHACJIJIOK BILUIUBY
roctpoi abo XpOHIYHOI KMCHEBOi HEIOCTATHOCTI Ta
MeTaboJIIYHOrO aIM/03y 3 MOPYILEHHSM >KUTTEBO
BaXMBUX OyHKIiH opranismy (I'mycaes C.®. u
coaBrt., 2006). 3a nanumu BOQO3, iioro yacrora cra-
HOBUTH 5-10%. OcTaHHIMU POKaMM BEJIMKY 3aHETO-
KOEHICTh BHUKIIMKA€ CTaH CEPLEBO-CYIUHHOI CHCTe-
MH HOBOHApOJPKEHHUX MICJIsl IEPEHECEeHOI HUMH XPO-
HiYHOI ab0 ToCTpoi BHYTPIIIHHOYTPOOHOI, iHTpaHa-
TaNBHOI UM MMOE€JHAHOT (IepUHATAIBHOT) TIITOKCII.

3a maHuMU CBiTOBOI JiTeparypu, y 40-70% Ho-
BOHAPO/UKEHUX BHUABISIOTH YPOKCHHS CEpLEBO-
CYIWMHHOI CHCTEMH BHACIHIZOK Aii MaTONOTIYHO HH-
3bKOTO DIBHS KUCHIO Y IEpUHATAIbHOMY Hepioai
(Patterson A.J., Zhang L., 2010; Giussani D.A. et al.,
2012). 3po3ymijio, 1110 aJbTepalisi CHCTEMHU KPOBOO-
6iry mij yac BHYTPIIIHBOYTPOOHOTO PO3BUTKY IpH-
3BOANTH /10 (OPMYBaHHS CEPLEBO-CYIUHHOI IaTo-
JIOTii SIK B TpEHAaTAILHOMY, TaK 1 y HacTYITHI Iepioau
OHTOTCHE3Yy.

[lig gac BHYTpiOIHBOYTPOOHOTO PO3BUTKY Op-
TaHO- Ta CHCTEMOTeHe3 BiIOyBarOThCS 32 YMOB «(i-
310J10T19HOI» TimOKCil (Hu3bkuid piBeHs PaO, mioga
y TOpPIBHSIHHI 3 JIOPOCIUM OpraHi3MOM), sika Mae
BUpIIIaNbHEe 3HAYEHHs MiJ 4ac (GopMyBaHHS TicTO-
Ta [IUTOAPXITEKTYPH Cepiisl. 30KpeMa, KIIFOYOBY POJIb
y mpouecax ioro pemoaentoBaHHs Bixirparors HIF
ta VEGF, BupOONeHHs SKUX 30UIBLIYETHCS Tij
BIUTMBOM HU3BKOTO DPiBHA KUCHIO. OKpiM «i3iono-
TIYHOT» TIMOKCIi BHIUISIOTH TAKOX «IATOJIOTIYHYY
BHYTPIIIHBOYTPOOHY TIMOKCiIO, IKa HEraTUBHO I103-
HAaYa€eThCS HA KapIiOreHes3i: MOIIKOMIKYE CTPYKTYpPY
MioKapaa Ta MPU3BOIUTH O 3HIKCHHS e()eKTUBHOI
poOOTH CcepLeBOro M’s3a, BUKIMKAE (OPMyBaHHS
Bag cepist (Nanka O. et al., 2006; Patterson A.J.,
Zhang L., 2010).

KitiHiko-emieMioNnoriuni  TOCTIDKCHHS TI0Ka-
3aJIM, 110 BIUIMB JESIKUX (haKTOPIB PU3UKY PO3BHUTKY
CEpHO3HUX CEPLIEBO-CYJMHHUX 3aXBOPIOBAaHb, TAKUX
SK aTepoCcKIIepo3 i ilmemMiuyHa xBopoba cepiisi, MOXKHa
CIIOCTEpIraTH BXK€ Ha PaHHIX eTarax OHTOTeHETHY-
HOTO PO3BHTKY. 3BiICH BUXOJIUTH, III0 €KCIICPUMEH-
TaJbHI IOCIHIKEHHS IATOTEHETHYHUX MEXaHI3MiB
X TOpPYIIeHh HEOOXITHO MEPEOPIEHTYBATH TAKOX
Ha paHHI mepioan oHToreHe3y. BinmoimHo, iHTEpecC
TEOPETHYHOI Ta KITIHIYHOI KapaioeMOpiosorii 1o
naHoi mpobnemu mponoskye 3poctatu (Ostadal B.
etal., 2011).

BimomuM 3anuinaersest Gakt, mo 3ade3neueHHs
SHEPreTUYHUX TOTPEO CepIls K OAHOTO 3 HAHOUIBII
€HEepro3ajeXHUX OpraHiB BU3HAYAETHCS (YHKIIIO-
HYBaHHSM MITOXOHIPIaJbHOrO amapara, Hacamrie-
pen, AT®-npoxykyrouoro (QyHKLi€I0 oOpraHein.
3’scyBaHHS POIIi IOPYIIEHb MITOXOHIPIH y hopmy-
BaHHI PI3HOMAaHITHHX TPEHATAIFHUX YIIKO/KEHB
cepls TPHU3BEIO 1O HEOOXITHOCTI MOCHIKECHHS
BHYTPIIIHBOMITOXOHPIaIbHUX Peakiiil y peasizaii
naromopdosoriunux 3min. [lepeOynoBu MITOXOH/-
plaJbHOTO anapara MOXKyTh OyTH MO3HAUEHI K Mpo-
BiZHI (haKTOpH, L0 € MIATPYHTSAM Pi3HUX (OpM ma-

TOJIOTii, TOB’S3aHOT 3 NPEHATAIBHOIO TIMOKCIEH.
OTie, pO3yMiHHSI €TaliB OHTOICHETUYHUX Iepedy-
JIOB YJIBTPACTPYKTYPH MITOXOHIPIHA MOXE aTH I0-
SICHEHHsI MeXaHi3MaM, IO JIe)KaTh B OCHOBI ceplie-
BUX 3aXBOPIOBaHb, SIKI PO3BUBAIOTHCS BHACIHIZOK
PI3HMX 3a TPUBAIICTIO TA IHTEHCHUBHICTIO TiMOKCHY-
HUX CTaHiB.

EnexTpoHHOMIKPOCKOMIYHI JOCIIIPKeHHS TOKa-
3aiM, Mo 00’€MHA YacTKa MITOXOHAPIabHOTO ara-
pata ckopoTinuBoro kapmiomiorura (Kmiy) ckimamae
30-35% (Schaper J. et al., 1985; Hom J.R. et al.,
2011). YnpTpacTpyKTypa MITOXOHIpiH 3pinol Kiii-
THUHU 3JISKUTh Bil (DYHKI[IOHAJIBHOTO HABAaHTAXKEH-
HSl Ha OpraHeiy i XapaKTepU3yeThCs JUHAMIYHUMU
3MiHaMH{ 30BHIIIHBOT i 0COOJIMBO BHYTPIIHBOI Mi-
TOXOHIPIANBHOI ~ MEeMOpaHW,  yJIbTPACTPYKTYPH
KpHUCT 1, SIK HACTIOK, 3MiH IHTCHCHBHOCTI CHHTE3Y
AT®. KinpKicTh MITOXOHIpIH AMHAMIYHO pearye y
BIJIOBib HA €HEpreTHyYHI notpedu KiiTuHU. IcHY-
BaHHS CHEPreTHMYHO AaKTHUBHUX MITOXOHIPIA Mae
BEJIMKE 3HAYCHHS Yy CHHTE3l OCTAaTHBOI KITBKOCTI
AT® Ta, sK HACHIIOK, y peami3amii HOpMaIbHOL
ckopoTimBOi (QyHKIii cepus. BcepeamHi KIiTHHH
BOHH YTBOPIOIOTH B3a€MOIIOB'SI3aHy, 30aaHCOBaHY
LUTICHY CHCTEMY Ta IOCTIHHO MNPOXOSTh eTalu
3muTTa Ta noauty (Zhou L.Y. et al., 2012), mopy-
MICHHA SKUX IMMPU3BOAUTH 1O BUHUKHCHHSA CCPUEBUX
posnazgie (Wang X.M. et al., 2011).

Oxpim cBo€i hyHIaMEHTAIBHOT POl B eHepre-
TUYHOMY MeTa0Ooi3Mi, MITOXOHJpIi BHUKOHYIOTbH
0araro IHIIMX BaXJIUBHX (YHKIIH, IIpoTe MeXaHi3-
MU iX peamizamii € HETOCTaTHHO 3’SICOBAHUMH Ta
MOXYThb OYTH TOB'Si3aHi 3 BIACTUBOCTSIMH CHCTEM-
HOro piBHS. Ba)KJIMBO TAaKOXX BIA3HAYUTH, IO MITO-
XOHAPIi B Mekax KMI[ BUPI3HAIOTECS 3HAYHUM I10-
JiMopdhi3MOM SIK 3a CBO€K MOpP(]OIIOriero, Tak i 3a
OIOXIMIYHMMH  BIACTHBOCTSMH, Ta 3JaTHI IIO-
pI3HOMY B3a€EMOJISITH 3 IHIIMMHU BHYTPIIIHBOKII-
TuHHUMH cTpyKkTypamu (Kuznetsov A.V., Margreiter
R., 2009). OcranHi gocsSTHEHHS B 00JIACTi METOJIB
BHUBYEHHS OpraHesl TaKoX MOKa3aJlv, IO pe3yibTa-
TOM (YHKIIIOHAIBHOI T€TePOreHHOCTI MITOXOH/IPIH €
MITOXOHpIaNbHUN OKWCHO-BiTHOBHUH CTaH, MEM-
OpaHHMI TOTEHIliall, JUXallbHa MisUTBHICTH, TeHepa-
i MITOXOHAPIaIbHUX aKTUBHUX (OPM KHCHIO, Ka-
JIBI[IEBUH TOMEOCTA3, alloTo3 Ta CTAPIHHS KIITHHH.
BaxuBuM 1 10CI HEBHUPIMICHUM 3aJIMIIAETHCS ITH-
TaHHS B32€MO3B’SI3KYy HEOAHOPIMHOCTI (GYHKIIT i
perioHasbHOT  crieriaiizauii  MITOXOHAPIl, NUIAXU
peaiizauii rereporeHiTeTy B KIITHHI i CTymiHb iX
3aJeXKHOCTI BiJ mnaroiyoriyHoro crany (Readnower
R.D.etal., 2012).

Yavmpacmpykmypa mimoxonopii

3a maHWMHU TPaHCMICIHHOI Ta CKaHYIOYOl eJeK-
TPOHHOI MiKpocKomii, miToxoHapii Kmir mpencras-
JIeHI OpraHesiaMH eJINTHYHOI, KynsicTol abo OaraTo-
rpanHoi Gopmu (Fawcett D.W., McNutt N.S., 1969)
3 YHCENbHUMH IIONEPEYHUMH KPUCTaMH, SKi, K
NpaBUIO, MalOTh IUIACTHHYACTY abo TpyOuacTy
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crpyktypy (Riva A. et al., 2006). [IpiOHi enekTpoH-
HO-II[JIBHI TPaHyJH, 10 MICTATh JABOBAJICHTI KaTio-
H1 Kanbio (Ca’"), po3TaIoByIOTECS y MITOXOHIPI-
QIPHOMY MaTpHKci. 30BHILIHS MITOXOHZpialibHa
MeMOpaHa GopMye 00OJIOHKY OpPraHeNid 3aBTOBIIKU
O0mu3pK0 7 HM 1 sBIIsiE cO00r0 Oap'ep NI MaKpOMO-
JIEKYJI, OCKUIBKM MICTHTh IIOPOYTBOPIOIOUI O1IKOBI
KaHAJIM, sIKi MPOITyCKAIOTh JIMIIC 10HW Ta HEBEIUKI
MOJIEKYTTH Baroro 1o 5 x/la. BHyTpimHs memOpaHa,
mo OOMEXye MAaTpPHKC MITOXOHApIii, Mae OUIbII
ckiamHy opranizamiro (Vogel F. et al., 2006). s
MeMOpaHa € HaiOLIbII O1JIKOBO 30ara4eHor0, 3 BMic-
TOM MpOTEIHIB 1 JNiMiAiB y chiBBigHOIIEHHI 75:25;
KpiM TOTO, HaBiTh HEBEJIMKI 10HU ¥ cyOCcTpaTu MeTa-
00J1i3My He MOXXYTh IDOHUKHYTH 4epe3 Hel 0e3 yua-
cTi cneungiuanx OinKiB-nepeHocHukiB (Ardail D. et
al., 1990). PizHi GaraTopiBHEBI MPOTETHOBI KOMILIe-
KCH, IO 3HAXOAAThCS B Hil, 3IMCHIOIOTH HU3KY
(yHIaMEeHTaIbHUX IPOIECIB, Y TOMY YMCII OKHCHE
thochopmroBanns (Hoppel C.L. et al., 2009).

VY BHYTpimHIN MeMOpaHi MiTOXOHIpiH MOpdo-
JIOTIYHO ¥ (DPYHKIIOHATFHO BHIUIAIOTH ABa CyOKOM-
naptmenrta (Zerbes R.M. et al., 2012). Ilepmmit —
BHYTPIIIHS  NPUKOpAOHHA  MemOpaHa  (inner
boundary membrane), sika npussirae 0 30BHILIHBOT
MeMmOpanu (outer membrane) MITOXOHIpIi 1 Bimo-
KpemJieHa BiJ HEi MDKMEMOpaHHHM IPOCTOPOM,
OJTHAK MOXE€ pO3INIAJaTUCA SK Jpyra BHYTpILIHS
o0OonoHKa opraHenu. BoHa B3aemoie i3 30BHIMI-
HBOIO MITOXOH/IpiaJbHOI0 MeMOpaHoIo, (GopMyoun
JUISTHKY KOHTaKTiB (contact sites) (Harner M. et al.,
2011), mo Ha cepiHUX 3pi3aX, AOCIIIKYBaHHUX 3a
JIOTIOMOTOI0 TPAHCMICIITHOI €TeKTPOHHOI MIKpPOCKO-
mii, MPeacTaBieHI EICKTPOHHO-IIIIBHUMHA 30HAMHU
MaKCHUMaJIbHOTO 30JMKEHHS MeMOpaH. MiK HUMH
BCTAHOBJICHUI He TiibkKU MOpGoJoriynuii, a it GpyH-
KI[IOHAJIbHIA 3B’SI30K, SIKHM peayi3yeThbCs IMij Yac
iMnopty OinkiB, excriopty AT® i3 marpukca mno
AJ1®/ATD-nepeHOCHUKAM, a TaKOX B MPOIIEC IMO-
iy ta 3nuTTs opraHen. [pyruit — me MemOpaHa
KpHcT (cristac membrane), sika y OIBIIOCTI MiTOXO-
H/Ipii BKJIIOYA€ 3HAYHY YAaCTHHY IOBEPXHI BHYTpi-
IIHBO0T MeMOpaHU i yTBOPIOE YHCIICHHI iHBariHaIlii
pizaoi dopmu (Zick M. et al., 2009), ocobmmBo B
opraHenax 3 BHCOKOI ()YHKIIOHAJBHOIO aKTHBHiC-
TI0. OCTaHHI JOCSTHEHHS B raiy3i eJeKTPOHHOI TO-
Morpadii moka3yoTh, 110 i MeMOpaHHI CyOIOMeHN
MOEHAHI BIJHOCHO HEBEIMKHMH TpPyOYacTUMHU
cTpykTypamu — cristae junctions (Vogel F. et al.,
2006; Zick M. et al., 2009). 3a nanumu iMyHHOI
€JICKTPOHHOI MIKPOCKOMIi BOHHM BKIIIOYAIOTh Pi3Hi,
X04Ya 4acTo repexpecHi Ou1koBi komrieken (Vonck
J., Schifer E., 2009).

T'emepomopghis mimoxonopiii

P.D.Cury 3 xoneramu (2012) poBiB Mopome-
TPUYHHUIT aHal3 MITOXOHPIH ceplsl AOpOCIUX MIy-
piB, OLIIHIOWYHM 00’€MHY LIUIBHICTh, CEPEIHIO ILJIO-
1y, CEpelHIO JOBXKHHY MITOXOHIPIH, MOKa3HUK
CHIBBIZIHOIICHHS JIOBXHHUA MITOXOHJIPIi, TOBIIUHY

KPHCT. YJIBTPAaCTPYKTypHE IOCIHiUKEHHS I10Ka3ao,
0 B PI3HUX JUISHKaxX MioKapja HIypiB y CKJaji
CapKOIUIa3MH CKOPOTJIHBHX CEPLEBUX MIOIUTIB BH-
3Ha4aBCsl CTaOUIbHUII TONIIMOP(]I3M MITOXOHIPIH.
MiroxonapianbHuii amapar OyB TNpelcTaBICHHIA
opranenamu Kyysictoi (23,4%), ButsarHyToi (45,3%)
Ta HenpaBuibHOI dopmu (31,1%). Oxnak ciix Bin-
MITHTH, 10 aBTOPW HaJallkl yCepeJHEHI NOKa3HUKH
MITOXOHpPIH 3 orisiAy ix gopMu i He mpUMaml 10
yBard MOKa3HUKHU IIUTPHOCTI KPHUCT, MaTpUKca Ta iX
3B'130K 3 JIOKJII3AMI€I0 B KITITHHI.

VY Garathbox AOCHIKEHHSX OyJIO MOKa3aHo, 110
MITOXOH/PIT (PYHKIIOHATBHO Ta CTPYKTYpHO HEO[-
HopigHi (Kuznetsov A.V., Margreiter R., 2009). [1pu
NPOBEICHHI  YJIBTPACTPYKTYPHOTO  JIOCIIJDKEHHS
MITOXOH/IPIOMY METOJIOM CKaHYHOUOi EJIEeKTPOHHOI
mikpockomnii C.L.Hoppel ta cniBasropu (2009) onu-
caJii JBI MOMyJISILii MITOXOHApil: cyOcapkoiemMab-
Hy Ta MbkMiodiOpmsipHny. Ti MiTOoXOHApIl, 5IKi Tie-
pebyBaroTh y Ge3mocepeqHhOMY KOHTAKTI 13 capKo-
nemoro Kmi, € cyOcapkomeManTsHIMH, 8 MITOXOH]-
pii, sIKi pO3TaIIOBYIOTBCA MOMDIK MiodiOpmn i He
MaloTh SIBHOI'O KOHTAaKTY 13 CapKOJIEMOI0 — MIXKMiO-
GbiopuIspH.

VY po6oti E.H.Bapenuka ta xomer (2012) Bu-
3HAQ4YE€HO MITOXOHAPII PI3HUX TOMOJIOTIYHUX 30H
KwMI1 11ypiB: HaBKOJIOsIIEpHOT, Mi>KMiOpiOpHIApHOT,
cyOcapKkoJieMalibHOI Ta Ti€i, [0 KOHTAKTYy€ 3 OOMIiH-
HOIO CyIuHOIO (TIapaBa3asibHa JoKauizaris). Ha my-
MKy aBTOpIB, ILie MOB’S3aHO 3 MOP(OJIOTIYHOIO Ta
(YHKIIOHAJIBHOIO TE€TEPOTEHHICTIO OpraHel. AHao-
TIYHUN PO3MOAINT MITOXOHIpPIH 3a JOKaji3amic€lo B
KIIITHHI, TPYHTYIOUHCh Ha OCOONHMBOCTAX (DYHKIIIO-
HanpHOrO mpodimro, Bumiasie G.A.Porter et al
(2011).

3a JaHUMHU CKaHYIOYOi Ta TPAHCMICIHHOI eek-
TPOHHOI MIKPOCKOIIi, MITOXOHAPII 3 H00pe pO3BU-
HEHUMH KPHCTaMH PO3TaIllOBYBaJICh HABKOJIO si/pa,
MiX MiogiOpunamu ta mij capkosiemoro (Shimada T.
et al., 1984). Kiacrepn mMiTOXOHIpIH, sSIKi JIOKaIi3y-
BaJIUCh MOOJM3Y siapa, K MPaBHIIO, MaIU chepuuHy
¢dopmy. MixmiodiOpmisipHi MITOXOHAPIT BUTATHY-
TO1 (OPMH YTBOPIOBAIH TO3IOBXHI PSON MK Mio-
¢ibpmmamu, ix po3mipm kommBammck Bim 0,5 mo 1
MKM y IIAPHHY Ta BiXl 1 10 2 MKM y NOBXHHY Ta
3a3BMYail CIIBIAJAIM 3 BEIMYMHOIO CapKoMmepa
(Iglewski M. et al., 2010). Cy6GcapkosiemasbHi Ta
napaHykieapHi MiTOXOHJpIT pi3HOMaHITHI 32 PO3Mi-
pamu i GpopMoOI0, MalOTh MAJTUYKONOAIOHY, chepuy-
Hy abo minkoBonoaioHy dopmy (Iglewski M. et al.,
2010). T.Shimada et al. (1984) onucye apa Tunu
cyOcapKoJieMaTbHUX MITOXOHIPIH, 5IKi, SIK IPaBUIIO,
Opi€HTOBaHI NepHeHANKYJSIpHO Miodidpuiam. Kpu-
CTH cyOcapKoJeManbHOI MOyl opraHen, 3a Ja-
HuMH A.Riva Ta cmiBaBTopiB (2005), MarTh miac-
TUHYACTY CTPYKTYPY, TOML SIK MKMioQiOpwisipHi —
TpyOuacty abo 3mimanoi TpyO69acTo-TIIaCTHHIACTOL
¢opmu. C.L.Hoppel ta cniBaBt. (2009) Tex 3yminu
oJIepKaTH 300paKCHHs HE TLIBKH 3 IMOBEPXHI Opra-
HeJl, aje i TOCHi UM BHYTPILIHIO yIbTPACTPYKTYPY
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OKpeMHX MITOXOHIpiA pizHux 30H Kwmi 3a ymoB
[IaTOJIOTIYHHUX CTaHIB.

VY Hammx nonepeanix mochimkennsx (TBepnao-
xned M.B., 1996; 1998) BuBYEHHS IHTErpajbHUX
napamMeTpiB  3pUTHX MITOXOHIAPIH KapiOMIOIHUTIB
LIypiB Ha IIJICTaBi KJIACTEPHOTO aHalli3y HaJalo
MOJJIMBICTh BUSIBUTH iCHYBaHHSI TPHOX THIIIB MITO-
xOoH/Ipid. Taki Moka3HUKH, SK TUIOLIA TIOBEPXHI BHY-
TPIITHBOI MITOXOHAPIANEHOI MeMOpaHH, CTYIiHb
opi€eHTaIlil KPUCT Ta IIUTBHICTH MITOXOHAPIaTBHIX
KPHCT BU3HAYAIN HAICKHICTh OPraHeN! JI0 IEBHOTO
tumy. [lepumii TMI — 1€ MITOXOHZPIT 3 BiJJHOCHO
BEIUKUM 00’€MOM Ta IUIOLIECK 30BHINIHBOI MITOXO-
HpiadpHOI MeMmOpaHu. BOHM MaiOTh BHIOBXKEHY
(hopMy, yIOPSIKOBAHY OPIEHTAIII0 KPUCT 1 IILTHHUN
MaTpHUKC Ta PO3TAIIOBYIOTHCS IEPEBAKHO MK Mio-
¢i6punamu. OpraHenu 2-To THUIY MAalOTh KYJISCTY
(dhopMy, memio MEHIHUH 00’€éM Ta IUIONLY MOBEPXHI
30BHINIHBOT MITOXOHJpianbHOT MeMOpaHu (puc. 1).
IIpu mopdomerpii KpuCT 3’sCyBaIOCh, MO 3a iX Ki-
JBKICTIO Ta MIUTBHICTIO, CTYIIEHEM Opi€HTaIlii Taki
MITOXOHpIi 3HAYHO MTOCTYIIAIOTHCS OpraHeyam sk 1-
ro THUIly, TaKk 1 3-ro TUMOy, a IUIOLIA BHYTPILIHBOT
MITOXOH/IpiaJIbHOT MeMOpaHu Maibke y 2 pa3u MeH-
1113, HiX B THIIHMX TUIIaX MITOXOHAPIMH.

Puc. 1. MiToxoHapis 2-ro Tuny B napaHyKrieapHil 30Hi
3pinoro kapgiomioumTa niBOro LUMyHOYKa cepus Lwypa.
x36000.

Mitoxouapii 3-ro TUIy TaKOX MarOTh KYJISICTY
(dopmy, are BOHM HEBENHKI 3a pO3MipaMH Ta IUIO-
ICI0 30BHIIIHBOT MITOXOHJpiaibHOI MeMOpaHHu Y
MOPIBHSHHI 3 MEpIIMMH 2 THNamu. BaxiuBo Bif-
3HAYMTH, IO B JJAHUX OpraHejax KiuIbKICTh Ta Bif-
MOBITHO IIUIBHICT KPUCT 3HAYHO IIE€PEBHIIYIOTH
AHAJIOTIYHI TMOKA3HUKHU IHIIUX THIIIB MIiTOXOHJIPIN
(TBepmoxied U.B., 1996).

Byno nokasaHo, mo po3moAi MiTOXOHApIH pi-
3HHX THUIIB BiAPI3HAETHCS 332 BHYTPIITHHOKIITHHHOIO
JoKanizamieto (mapanykieapHoo, MibkMiohiOopusp-
HOW,  cyOcapkoneMalibHOW), 1110, HMOBIPHO,

MOB’5I3aHO 3 1X HEOJHAKOBUM (YHKIIIOHATBHUM
npodinem (puc. 2).

MixmiogiOpuisipHa JioKaji3amis MIiTOXOHAPIH
MpeCcTaBicHa opraneyiamMu 1-ro ta 3-ro tumis. [pu
[[BOMY MITOXOH/IPii 1-TO THITYy CYTTEBO MPEBATIOIOTH
3a KIJIBKICTIO Ta 00’€MOM, 4acTO BOHM 00'€THAHI 3a
JIOTIOMOTO0 MIKMITOXOHZPIAEHUX KOHTAKTIB Ta
(hOpMYIOTE CKIIAIHYy CHCTEMY MITOXOHAPIAEHOTO
peTuKyiIyMa. MiTOXOH/Ipii 3-TO THUIY BHUSBIAIOTHCS
B HEBEJHUKiH KITBKOCTI B MDXXKMiO(hiOpUIIPHIX 30HAX
Ta € opraHeinamu, siKi po3BuBaroThes. CyOcapkore-
MaJlbHa JIOKaJIi3allis MITOXOHJPIH, e mpouecH 00-
MiHY pe4OBHH J100pe BHpaXKeHi, MpecTaBlieHa Mi-
TOXOHJIPISIMH YCIX THIIIB, aJie YacTille 3yCTPiYaloTh-
cs cyOnomynsnii MITOXOHIpIH, SKi IpeAcTaBleHi
oprasesjaMu 3 BiJIHOCHO BEJIMKHUM 00’€MOM Ta ILIO-
Iel0 30BHIIIHBOI MITOXOHIpPIAJILHOI MeMOpaHH,
BHJIOBXKEHOT (opMu Ta HOOpe PO3BUHYTHUM amapa-
TOM KpHUCT. TakoX 3yCcTpidaroThCsl OpraHeu KyJsic-
TO1 popMH, ETI0 MEHIIOro 00’€My Ta IUIOIII TTOBe-
PXHi 30BHIIIHBOI MiTOXOHApiamsHOI MemMOpanu. [1a-
paHyKieapHa 30HAa CKOPOTIMBHX KapIiOMiOIIMTOB
MIPECTaBIICHA [IEPEBAKHO MITOXOH/PISIMH 3 YIIbTpa-
CTPYKTYPHUMH O3HAKaMH MOMIpHOT (yHKIIIOHAIBHOT
akTHBHOCTI — 2-ro Tuny (puc. 3, 4). Sk Bimomo, wi
opraseiu nepeBaxHo BUpoOstoTh AT® mns 3ara-
JIBHO-KJTITUHHUX TOTPEO.

Puc. 2. MiToxoHapianbHM anapaTt CKOPOTNUBOIO Ka-
paiomoumTa npaBoro nepeacepas Lypa Ha 7-i gobi noct-
HaTanbHoro oHtoreHesy. x6000.

O3HaueHa HEOAHOPIMHICTE Y MOPdOIIOTiT KpUCT
HE JIMIIE TOIOJIOTIYHA, a Mae MeTaboJIiuHy OCHOBY,
OCKIJTbKY 3a3HAYCHI MOIYJIAIil OpraHe]l MAlOTh Bij-
MiHHI (YHKI[IOHANBHI BJIACTHBOCTI, TOOTO BOJOIi-
FOTh PI3HOIO MIBHIIKICTIO OKACHOTO (POCHOPIITIOBAH-
Hs Ta (epMeHTATHBHOW0 akThBHIcTIO. HemiomaBHo
Oysio omnucaHo Oinok Cx43, sikuil po3TanioBaHuil y
BHYTpILIHIA MeMOpaHi MITOXOHIpiit Ta 3MiicHIOE
perynauiio HaaxomkenHs ionis K B MaTpukc Ta Mae
KapAiONpPOTEKTOPHE 3HAYCHHS MPHU  IIIEMIYHOMY
ypaxenHi cepi. Cx43 npucyTHil TibKU B cyOcap-
KOJIEMaJbHUX MOIMYJILisfAX MiToxoHApid (Boengler
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K. et al., 2009), naromicTh MibXMIODIOPHISIPHI Mi-
TOXOH/IPii OlbIIE MiA0THCS 3MIHAM TIPH CTapiHHI
KJIITUHM Ta y XBOPHUX Ha IIyKpOBHH nia0eT, BUSBIIS-
I0Th CXWJIBHICTH JO IHAYKLIi amomnto3y. 3po0ieHO
MPUITYIICHHS, 1110 010XIMIYHI BIMIHHOCTI MIX JIBO-
Ma MITOXOHJIPIJIbHUMHU CyOHOMYIALIsIMH € Pe3yJib-
TaTOM B3a€MOJI{ 3 IHITMMHU BHYTPIIIHbOKIITHHHUMH
crpykrypamu (Meana M.R. et al., 2010).

Puc. 3. MitoxoHapii B napaHykrneapHii 30Hi 3pinoro
KapgiomiouuTa niBoro wnyHouvka cepus wypa. x25000.

Pwuc. 4. MiToxoHgpianbHUi anapar 3pinoro ckopoTnu-
BOrO KapAiomiouuTa npaBoro nepefcepas cepus Liypa.
x15000.

MiToxoHzapiansHa HEOTHOPIOHICTH BUSBISAETH-
Csl Ha PI3HUX PIBHSX, CTOCYETHCS Y TOMY YHCII CIie-
uudiuHux KITHHHUX (yHKUii. CyOnomyssiuii op-
raHes, MaJli KJJacTepH ab0 HaBiTh OKpPEeMi MiTOXOH/I-
Ppii MOXYTb peasi3oByBaTH pi3HI IPOLECH B KIIITHHI,
110 00yYMOBJICHI BHYTPIIIHBOKJIITHHHOIO JIOKAJTi3alli-
€10 OpraHelI Ta CKJIAJIOM OTOYYIOUHX CTPYKTYp. 30K-
pema, MITOXOHJIpianbHa CyOHOMyJIsLisl, 0 TNpHie-
JKHUTB JI0 TUIa3MaTH4yHOi MeMOpaHH, 3a0e3redye eHe-
prieto AT®-3anexHi ioHHI Hacocu. Kpim Toro, op-
TaHeNH I1i€1 30HM 3aXUINAIOTh BHYTPIIIHBOKIITHHHI
CTPYKTYPH BiJl BUCOKOI ITO3aKIITHHOI KOHIICHTpALii

KHCHIO, BUCTYIIAIOUH B SIKOCTI «3aXHCHOTO Oap'epy»
(Kuznetsov A.V. et al., 2009). Knacrepu napanyk-
JIEApHUX MITOXOHJPIN BiJIrpaloTh BaXKIMBY (i3io-
JIOTIYHY pPOJIb B MEXaHi3Max SJACPHOrO IMIOPTY, a
TaKOX PEryJIorTh psia iHIMX GyHKUii sapa (Dzeja
P.P. et al, 2002). MixmiodiOpmisapHi nomynsiii
CIeLiaJIi3yl0ThCs Ha CUHTE31 KpeaTnHochary, sIKui
BHKOPHCTOBY€ETHCSI aKTOMIO3MHOBUM KOMILJIEKCOM B
sikocTi eHepreruyHoro cyocrpary (Readnower R.D.
et al., 2012).

Junamixa ma misxcmimoxounopianvHi KOHmMaxkmu

BesnepepBHUii TIpoLieC 3IUTTS Ta MOLTY MITO-
XOHJIpi{i Biflirpae BaXIIMBY POJIb Y MIATPUMII iIXHBOT
30anmancoBanoi pobotu. Ha choromHi BHIUISIOTH
BEJIMKY KUIBKICTB OUIKIB-peryssiTopiB, mo OepyTb
y4dacTs y MiToxoHzapianpHoMy moxini (Mfnl, Mfn2,
OPA1) Ta 3nutti (Drpl, Fisl), BrumBaroTs Ha pi3Hi
GioJioriuHi nporecH, BKIOYaroun (GopMyBaHHS YHi-
KaJIbHOI TPOCTOPOBOI OpraHi3allii MiTOXOHIPIH, Te-
TEPOTEHITET, eMOpIOHATBHAN PO3BHUTOK, OOMIH pe-
yoBuH, anonto3 (Ong S.B., Hausenloy D.J., 2012).
OnHak, sk OyJ10 3a3Ha4YeHO, yHIKalbHa MPOCTOPOBA
oprasizauisi MbkMioQiOpUISIPHIX MITOXOHIPIH, SKI
(OpMYIOTh KPHCTAIONOIIOHY YIIOPSAKOBAHY PEILiT-
Ky B CEIIEeBUX MIOLIUTAX Ta PO3TALIOBYIOTHCS I103/10-
BXHIMHU psiiaMud MiX MioiOpuiamu, iMOBIpHO 00-
MEXy€e JMHAMIKy OpraHeji Ta 3aro0irae mporecam
3mutTs Ta noainy (Béraud N. et al., 2005). B neona-
TaJbHAX MIOIUTAX MITOXOHIPII Oe3rmepepBHO IMpo-
XOIATh MPOLECH MOy, 37IUTTA Ta pyxy. Lli kiro-
YOBi BiZIMIHHOCTI B AMHAMII MK MITOXOHAPisIMH
HOBOHAPO/KEHUX 1 mopociux Kmir HeoOxigHO Opa-
TH JIO YBard Mpu iHTeprperanii JaHuX YIbTPacTpyK-
TypHux nocnipkens (Iglewski M. et al., 2010). Oco-
OMMBOCTI JIMHAMIKM MITOXOHJpPI MOpsia 3 yJbTpa-
CTPYKTYPHUM THITYBaHHSM OpraHes JA03BOJIIIA HAM
BUJITMTH TX OPTOJOKCATBHY Ta KOHACHCOBaHY KOH-
¢irypauii (TBepmoxied M.B., 1996), sixi BigoOpa-
KAIOTh IMKJIIYHI 3MIHM MiJ 4Yac (DyHKLIOHYBaHHS
MITOXOHJIpiaBHOTO anapata (puc. 5).

3HavHUI iHTEepec MOPQOIIOTiB BUKIMKAE YTBO-
peHHsT 0cOONHMBOI BHYTPIIIHBOKIITHHHOI CHCTEMH
CEepIIEBOr0 MIONUTa — JOBTUX MITOXOHAPIaTBHIX
KIIACcTepiB, SAKi € pe3ylbTaToM Oe3IocepeIHbOro
CIIOJIyYeHHSI MITOXOHIpiH. 30KpeMa, y Miokapui
LIypiB BUSIBJICHE ICHYBaHHS MDKMITOXOHApIaIbHUX
KOHTaKTIB, sIKi, Ha AYMKY JESKUX aBTOPIB, CIpPUS-
I0Th TOLIMPEHHIO eHeprii Ha nepudepiro KIiTHHU.
YucneHH] BeTUKi, MOMIPHO PO3raiyKeHi MITOXOH[-
pii KmMI siroimHE pO3TalIoBYIOThCS B3AOBX Miodi0-
pui. BoHM MOEIHYIOTHCS 32 JIOTIOMOTOI0 KOHTAKTIiB
y €OUHY MITOXOHJpPialbHY CHCTEMYy, SIKA OTOYYE
MiodiOprmu. MiToxoHIpii * mapaHyKIeapHOi JIOKa-
Ji3arii yTBOPIOIOTH KOHTAKTH HE TUTBKH MiX c00070,
a ¥ 3 MITOXOHAPIAMH MiXMioQiOpHIIpPHOI 30HM.
Taka ckiagHO OpraHi3oBaHa Mepexa MITOXOHIpIH,
SIKy 1I€ HA3UBAaIOTh «MITOXOHIPIANbHUNA PETHKY-
JIyM», PO3TAIIOBYIOYHCH Y CapKOIUIa3MaTHYHOMY
MpocTopi M'S30BOi KJIITUHU, (OPMYE CBOEPIIHUMA
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MeMOpaHHUI KapKac.

AHami3 CTpyKTypH MDKMITOXOHAPIaIbHAX KOH-
TaKTIB 3a JIOMIOMOTOI0 BHUBYCHHS CEPIMHUX YJIbTpa-
TOHKUX 3pi3iB JI03BOJIMJIO BCT@HOBUTH, L0 BOHH
XapaKTepU3ylThCsl  MiJABUIIEHOI  EJIEKTPOHHOIO
LIUJIBHICTIO BHYTPIIIHBOT M 30BHIIIHBOI MeMOpaH,
MDKMeMOpaHHOTO IpocTopy i 3'€qHAHHSM BHYTpI-
LIHBOI Ta 30BHINIHEOI MEMOpaHN B LICHTPAIbHIH 30Hi
KOHTaKkTy MitoxoHmpii (Bapennk E.H. um coasr.,
2012). Takox BCTaHOBIEHO, IO B 00JacTi KOHTAK-
TIB UITKO BHSBJIAETHCS IMiABUINEHA IUTOXpOM-C-
okcumasHa aktuBHIiCTh (ComomoBHukoBa .M.,
2007).

Puc. 5. KoHaeHcoBaHi Ta opTogokcanbHi KoHdirypauii
MITOXOHAPIA y MikMiohibpunsapHoMy npocTopi 3pinoro
KapgiomiouuTa niBoro wnyHo4ka cepus wypa. x30000.

Bzaemoss 130k mimoxouopiti ma inmwux opea-
Hen

IIpocTopoBe MO€AHAHHS MITOXOHIPIH 3 CapKO-
[JIa3MaTUYHUM DPETUKYJIYMOM Y CKOPOTJIMBUX Kap-
JioMionMrax OyJ0 MPOJAEMOHCTPOBAHO B PoOOTI
G.W.Dorn i3 xoxneramu (2010). Ha mincrasi ganux
CJIEKTPOHHOMIKPOCKOIIIYHUX JIOCITIKCHb BH3HAYe-
HO, II0 BIJICTaHb MiX 30BHIIIHHOT MEMOPaHOIO MiTO-
XOHJPii Ta eHOOIUIa3MAaTHYHHUI PETHKYJIYMOM CTa-
HOBUTH 10-50 HM. CapKoIura3MaTHIHO-MITOXOHAPI-
anbHA KOMYHIKalis BimOyBaeThcs depe3 Mopdo-
(hyHKIIOHABHI KOMYHIKAIIii, [0 YaCTKOBO CIIPHSIE
HEO/IHOPITHOMY PpO3IMOALTY KaJblil0 B IMTO30JI
Kwmir. Bysio mokasaHo, 1110 3aXBaT KaJIbI[iF0 MITOXOH-
JpISIMH B TIEpILy Yepry 3ale)UTh BiJ| BUCOKOI KOH-
LEeHTpalii 10HIB B IUTO30J11 OiNIsl AIISTHOK KOHTaKTy
OpraHejiH 3 PETHUKYJIyMOM, HIX BiJl 3arajibHOi KOH-
LeHTpalil i0HIB KajibLilo B KiIiTHHI. CTae 3po3yMi-
JMM, IO B3a€EMOJis CApKOIUIa3MaTHYHOI CITKH Ta
MITOXOHJIPi 3a0e3meuye MBUAKHIA OOMiH 10HIB MiX
JIBOMa OpraHejlaMd. 3a MOIOMOTOI0 TpPaHCMiCiHHOL
€JIEKTPOHHOI MIKPOCKOIIii Ta eJIeKTPOHHOI TOMOTpa-
(hii cramo MOXJIHMBHM Bi3yami3yBaTH eJIEKTPOHHO-
IIUIBHI MOCTH MK TEPMIHAISIMH [UCTEPHH CapKOII-
Ja3MaTHYHOTO PETHKYIYMY 1 MITOXOHJPIsIMU B Cep-

10

neBux KiIiTHHAX. JleekTr mux 3B°SI3KIB OCOOIHBO
YyTJIUBI J0 MOPYIIEHb, MOB'SI3aHUX 3 MPOIYKIIEO
AT®, piBHEM capKOIUIa3MaTHYHOTO KaJbLilO i OKHU-
cHoro crpecy (Meana M.R. et al., 2010).

VY kiiTMHaxX MioKapja LUTYHOYKIB MHIII, MOp-
CbKOi CBHMHKH, cOOaKM i MaBIIM MITOXOHApIi 4acto
YTBOPIOIOTH TICHI acorfiamii 3 IUITMHHUMH KOHTAaK-
TaMmH, IO po3xiteHi npocropoM 20 HM abo MeHIe.
Cxoxi KOMYHIKaIlil 3HAXOOAThCA SIK Y 3piIoMy Tie-
pexncepmi, Tak i B MiOKapIi MU, [0 PO3BUBAETHCS.
Bonn gBisIOTE CO00I0 TOMIEPEYHO 200 MO3IO0BKHBO
OpIEHTOBaHI MAaNbLENOAIOHI IHBATIHALIT CAPKOIEMH,
IO CKJIAJAIOTHCS 13 HEKCYCIB Ta OTOpPHEHI Kiacre-
paMu MITOXOHIpIH. Y CepleBUX MIOLUTaX IITyHOY-
ka My Oinbine 40% JOBKMHU IIUIMHHUX KOHTaK-
TIB NPOTHCTOITh MITOXOHJPIAJILHUM KOMILIEKCaM.
Mix UuMH JBOMa CTPYKTypaMH YacTO MPUCYTHI
HUTKOMNOAIOHI MO€NHYBAIBHI yTBOpeHHA. OCKiJIbKH
MiTOXOH/piT HakomuuyoTh i0HK Ca’’, UiTKOM MOXK-
JUBO, IO TICHUH 3B'SI30K MK HUMH Ta HEKCycaMH
CIpSIMOBAHWH Ha MIATPUMAHHS CTAJIOTO PiBHS BHYT-
PIIIHBOKITITHHHOT KOHIICHTpALIi1 Ca* moOMM3y -
JIMHHUX KOHTAKTIB, PETyJIOIOYM TUM CaMHM IX 10H-
Hy npounukHicts (Forbes M.S., Sperelakis N., 1982).

OumozenemuyHutl  poO36UMOK MIMOXOHOPIATb-
HO20 anapama

BesnepepBHuii po3BUTOK Ta Mo3piBaHHS Kwmig
Ma€ BRXIUBE 3HAYCHHS IS 33JJOBUTHHEHHS (DYHKIIi-
OHAJBHUX Ta META0ONIYHHUX MOTPeO cepIld, Mo po3-
BHUBA€ThCS. BU3HAYCHHS pOJIi MITOXOHAPIATBEHOTO
amapata y peaiizariii HOpMaJbHHX OHTOT€HETHYHHX
MONTif Ta TpW PO3BUTKY MiOKapja IIiJ BIUIMBOM pi3-
HUX YLIKODKEHb J03BOJIJIO JOBECTH, L0 came Mi-
TOXOHJIPIi € OJJHUM 3 HAHOIIbII Yy TIMBUX KOMIIOHE-
HTIB KIITHHH, PEaKIlil SKUX BHU3HAYAIOTH IEpeoir
ajanrtaliiHux 1 anbrepatuBHUX mpoueciB  (Del
Vesco A.P., Gasparino E., 2012).

JHocnimkenns, nposeneni C.T.Campbell (2012)
MOKa3aM, M0 AUCOYHKIS JaHLOra epeHocy ere-
KTPOHIB MITOXOHApIH y mepiox popMyBaHHS MioKa-
pHianbHOI IUIACTUHKK Ta CEpICBOi IETIi CCaBIIiB
BHKITUKAE BaIl PO3BUTKY Ta HABITh CMEPTH eMOpio-
Ha.

B ormamax T.Shepard (1998) ta S.Chung et al.
(2007) omucano, 110 SIK TIJABKH MOYMHAE (QYHKIIO-
HYBaTH Ceplie y MepioJl nepexoy eMOpioHa Ha Iuia-
LEHTAPHHUIA KPOBOOOIr, qudepeHIiaiis MITOXOHIPIM
PO3MOYMHAETHCS MapalielIbHO TpoLiecaM PO3BUTKY
mioOiactiB. [Ipore, quHamika mepexomay iX Bif He-
3piioi OpMHU 10 MITOXOHAPIAIBHOTO PETUKYIyMa
3pioi KITHHHM [JOKJIagHO JIOCTi[PKeHa He Oyia
(Porter G.A. etal., 2011).

Po3BuTOK ceprst emMOpioHa 3aleXUTh B eHep-
TeTUIHUX CyOCTpaTiB, PiBHA KHUCHIO, TIIKOJITHIHOL
AKTUBHOCTI Ta OKHUCHOTO (hochopriTFoBaHHS MITOXO-
HApid. ['71iK0III3 € OCHOBHUM JDKEPETIOM €HEepril yist
mpomidepamii Kmir (Lopaschuk G.D., Jaswal J.S.,
2010). Ause ciif 3a3Ha4YUTH, 10 eMOpIOHAIBHE Cep-
[Ie Ha PaHHIX CTAJisIX KapioreHe3y 3AiHCHIOE MOBi-
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JbHUI TIepexin BiJ aHaepoOHOTro TITKOJII3Y JI0 aepo-
6nOro okucieHHs xupuux kuciot (Lopaschuk G.D.,
Jaswal J.S., 2010; Ostadal B. et al., 2011).

[IporaroM npeHaTasbHOrO OHTOTEHE3Y Cepls
CTPYKTYpa OKPEMHX MITOXOHIpIH Ta MITOXOHpia-
JBHOTO PETUKYJIyMa B IJIOMY 3HA4HO 3MiHIOETHCS.
VY Tepmin 9,5 1i6 recrauii (cranis 1-3 napu coMiTiB)
TpyO4acTe cepue eMmOpioHa MIypa IIpelCTaBIEHE
eH/IOKapJoM Ta 1-2 mapamu KJITHH emiMiokapaa. Y
el mepiog MiTOXOHIpIi MarOTh GOPMY MIXYpIIB 3i
CITa0KO OpiEHTOBAaHWMH KPHCTaMH Ta CBITIUM Mart-
pukcoM. Po3mipu MITOXOHIPIH 3a PI3HUMH JaHUMH
konmBaroTees Bix 0,37-0,49 MxM, 1X KpucTH Hecho-
PMOBaHI Ta MalOTh BUIJISA]] HEBEJIMKUX ITYXUPLIB, SKi
3’€/IHaHHI 3 BHYTPIIIHBOIO MITOXOH/IPiaJbHOIO MEM-
OpaHOI0, OZIHAK 3YCTPIYAOTHCS OpraHelH 3 JaMeJls-
pHOXO OYJOBOIO KpHCT. BimHOCHUI BMICT X 3HAYHO
MIepEeBHIILYE BMICT CKOPOTIMBUX CTPYKTYp (Shepard
T. H. et al., 1998).

Iporsrom 10-11-i ni6 emOpiorenesy (cramis
13-20 map comiTiB) cepleBi MIOIMTH eMiMioKapnaa
IIypiB pO3TAIIOBaHI MyXKO Ta (JOPMYIOTH IIACTHH-
Ky 3 2-3 mapiB kiituH (Marcela S.G. et al., 2012).
Hapocrannsi 06’emy mitoxoHzapiii HecyTreBe. Cro-
CTEPIraeThCsl BEIMKA KUIBKICTh MITOXOHIPIH, IO
(dopmyroTbcs. HeBenuki 3a po3mipom opranenu mic-
TATH CJ1a0KO OPiEHTOBaHI KPHCTH, CBITIIMA MaTpPHUKC,
9acTO acoIlifioBaHi 3 BKIIOYCHHSAMH TIIIKOTCHY, OJ-
Hak X po3MoJiNl y KIITHHI HEpIBHOMIPHHH Ta HE Mae
YiTKOT BHOPSAKOBAHOCTI. YJBTPACTPYKTYpHE BH-
BuUeHHs MiToxoHapid mumi (Hom J.R. et al.,, 2011)
Ha BIAMOBIAHIA cTadii pO3BUTKY MO3BOJMIIO BHSBH-
TH, MO BOHH € PO3’€OHAHUMH, KYJAICTOI (opmu,
MaroTh HeC(OPMOBAHI KPUCTH Ta CBITIMI MaTPHKC.

Ha 12-y no0y emOpioreHesy miypa CTpyKTypHa
nepeOyoBa OpraHa HPU3BOAUTH O IOJOBKCHHS
cepueBoi TpyOku W (opMyBaHHS CepLEBOi MNETdi,
NpY OMY CTiHKa OpraHa IpeACTaBlieHa BIIOPSIKO-
Bauumu 8-11 psimamu Kwmip 1 no 14-1 nobu miokapn
IIypa CKJIAQJAETHCS 3 JIBOX PI3HUX 3a CTPYKTYPHOIO
oprasizaui€ro mapiB — rydyactoro Ta KOMIIAKTHOTO
miokapaa (Marcela S.G. et al., 2012).

BigMmigHocTel B AuHAMIN 301IbIIEHHS BiIHOC-
HOTO 00’€My MITOXOHIpii Ty0UacToro Ta KOMIIaKT-
HOTO Miokapaa He cnocTepiraeTbes (Knaapen M.W.
et al., 1997), onHak 30inblieHHS 00’€MY CKOPOTIIH-
BUX CIPYKTYp CYNPOBOIUKYETHCS 301IbIICHHAM
HIJTBHOCTI yHaKyBaHHS MITOXOH/pii. BoHu craroth
OUIbII BHUTSTHYTI, 1HOZI PO3rayKyIOThCS Ta yTBO-
proroTh MK coboto konTaktd (Hom J.R. et al,
2011). 3 nomanbmM po3BUTKOM KMIl BHYTpilIHS
MITOXOH/piajibHa MeMOpaHa (hopMye KPHCTH BE3H-
KyJSIpHOI ()OpMH, sIKi TIEHETPYIOTh BIIIMO MaTpHKCa
MITOXOHApPii. 3 YacoM Wi BE3WKYIH TpaHchHopMy-
IOTBCS B KPHUCTH TIIOOYISIPHOT GOPMH, a BXKE TIOTIM Y
OLITBII 3piNli KPUCTH TYOYIIO-IAMEISPHOI Ta JTaMes-
pHOT CTpYKTypu. Marpukc AesKuX MITOXOHAPIi
HaOyBae 3Ha4HOI eJeKTpoHHOI miinbHocTi. Lli meper-
BOpEHHS TOB’si3aHi 31 30UIbIICHHSAM (DYHKI[IOHAb-
HOI aKTMBHOCTI OpTaHell i MPOCTOPOBOI peopraHiza-

uii B KJITHHI, IO CHpHsie OUIbII e)eKTUBHOMY BH-
kopuctanHto eneprii (Shepard T.H. et al.,1998).
MitoxoHapil OpraHi3oBYIOTbCS B KJIITHHI JiHIIHO,
PO3TaIlIOBYIOYKCH MOMIX HOBOYTBOPEHUX Miodi0-
pui, Ta GOpMYIOTh CKyI4eHHs Onm3bko siipa. Ha
16-y 100y emOpioreHe3y OKpyIii MITOXOHJIpIi yTBO-
PIOIOTH YITKO OpraHi3oBaHi KJacTepH Mij capkole-
MOIO, B IIUTO30JIi HABKOJIO siapa Ta MK Miodidpu-
JTaMH.

3’sacyBaHHSA MeXaHi3My (popMyBaHHS TreTepore-
HITETY MITOXOHPIANBEHOTO arapara B OHTOT€HETHY-
HOMY aCIEKTI MM0Ka3ajo, IO CHIBBIJHOIICHHS YCIiX
THUITIB MITOXOHJPIA Ha erarax OHTOreHe3y INypiB €
HEOJIHAKOBUM Ta CYTTEBO BiJPi3HSETHCS BiJl JaHHX
CKOPOTJIMBHX KapAiOMiOLUTIB 3pijoro mMiokapaa. Ha
NOYAaTKOBUX eTanax eMOpioreHesy UIypiB TeMIH
HaKONMYECHHS IIUIBHOCTI YHaKyBaHHS MITOXOHAPIH
0o0yMOBJIeHI opraHenamu, mo ¢opMmyroTscs. B na-
HUH TepioJl CTYMiHb T'€TepOreHHOCTI MITOXOHJpia-
JBHOTO arapara K OUTYHOYKOBOTO, TakK i mepencep-
JTHOTO MioKapa He po3pi3HseThCa. B monmanpmomy
3pOCTaHHsS TMOKA3HWKIB HIUTBHOCTI yIaKyBaHHS Mi-
TOXOHJIPIK BiJIOYBa€ThCS 32 PaxyHOK 30LIbIICHHS
YaCTKH MITOXOHJpii 1-ro Tumy. B miokapai nepen-
cepab IuHamika (OpPMYyBaHHS MITOXOHAPIaIbHOTO
arapara 3HayHO BiJPI3HSETHCS BiJ Takoi y HUTYHOY-
kax. [lokazaHo, 0 Ha MMOYATKOBHMX eTamax Kapaio-
reHe3y HAaKONHMYEHHS MITOXOHIpPIH B capKoIuia3mi
CKOPOTJIMBHX KapJiOMIOINTIB IEpeIcepab JyKe
TIOBIJIbHE, @ CTYIIHb I'€TEePOr€HHOCTI MITOXOHIpia-
JIBHOTO amapary Ha BChOMY €Tali IpeHaTalbHOTO
OHTOTEHE3y 3HAYHO TIOCTYMA€ETHCSA BIAMOBIIHUM
MMOKa3HUKaM MUTYHOYKiB. Mitoxonapii 1-ro tumy
3yCTpIYarOTHCsI MOpsi 3 MiodiOIuIaMu B MOOJUHO-
KHMX BHII3JKaX HE TUIbKMA HAa PaHHIX eTamax Kapmio-
reHe3y, ajie ¥ Ha Mi3HIX, /0 Mepiofy HOBOHAPO-
JOKEHHOCTI, 3HAYHA MOIYJIAIS MITOXOHAPIH mpes-
CTaBJIeHa OpraHejiaMy 2-TO THITy, Cepe]] SKHX Baro-
Ma 4acTKa — IIe OpraHesu, mo GopMyrThCs, 31 CBIT-
JIMM MATPHUKCOM Ta HEYiTKUMHU Kpuctamu (IBaH4eH-
ko M.B., Teepnoxui6 1.B., 2012). B panHniit perans-
Hill nepiox po3BuTKy (18 mi6 recramii) opranemnw,
[I0 PO3TALIOBYIOTHCS MK CapKOMEpaMH, MAaroTh
BHUTATHYTY (OpMy, OpIEHTOBaHI KPHCTH Ta EJEKT-
POHHO-IIITEHUA.

[Ti3niit ¢eranbuuil nepioa KapaioreHesy urypa
XapaKTepU3y€eThCsl aKTHBHUM IIPOLIECOM IHdepeH-
LIIOBaHHS MITOXOHJPIAIILHOTO arapara 3a paxyHOK
30UIbIIeHHsT (PYHKLIOHAIBHO aKTHBHUX OpraHein i
3MEHILIEHHS KiNbKOCTI Hec(hOPMOBAHUX MITOXOH[-
piii. Lle Big3HAYAETHCS 3POCTAHHAM MMOKA3HUKIB BiJl-
HOCHOTO 00’eMy MiToXoH/piil. 3a nanumu R.Beyar
(2010), remnu QopmyBaHHS reTepoMOppHOCTI Mi-
TOXOHJPI TyO4YacToro Ta KOMITAKTHOTO MioKapia
HEPiBHOMIpHIi Ta OUTBII AKTUBHI B OCTAHHBOMY.

AHaJNOTiYHIMH 32 CHPSMOBAHICTIO € 3MiHH
YIBTPACTPYKTYPH MITOXOHIpPIH B eMOPIOHAIBHOMY
cepui muii. BoHN CTOCYIOTBCS CTYIIEHS PO3BUTKY
MITOXOHIpIOMa Ta JIOKaJi3ali oprades. MiTOXOHI-
pii Kmit Ha cranii 4-12 nap comiTiB po3TaiioByrOTh-
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Csl TIEPEBaKHO MapaHyKjeapHo, ToMl sk Ha 13-14-y
00y eMOpioreHe3y MOLIMPIOIOTHCS BCIEIO KIIITHHOO
Ta BXe (OPMYyIOTh KOHTakTH Mix coOoro (Porter
G.A. etal., 2011).

J.R.Hom 3 xosneramu (2011) onucyroTh 4OoTHpH
KJIaCH MITOXOHJIPI Ha OCHOBI YJbTPACTPYKTYPHUX
XapaKTEepPUCTHUK KPUCT Ta MaTpHKca, sIKi BiroOpaka-
IOTh Pi3HI cTalil PO3BUTKY OpraHes MioKapjaa MHIII.
MiTox0oHApIT MEepIIoro Kiacy — «TIHO0KO HEe3piliy,
MalOTh MMOOIMHOKI BE3WKYJSIPHI KPHUCTH Ta CBITIIHA
MaTpPUKC; JPYTOro KIacy — «HE3pLT», XapakTepH-
3YIOTBCA NMOOJUHOKUMH TPYOUaCTHMH KPHCTaMH Ta
OUIbII IIUIBHUM MATPUKCOM, TPETHOTO Kiacy —
«Maibke 3pini», opranenu 3 1o0pe Opi€eHTOBaHUMHU
TYOYJIADHUMH KPHUCTaMH, YUIJIbHEHMM MaTpPUKCOM,
ajyie 3yCTpIYalOThCsl IUISHKU TaK 3BAaHUX «IIOPOXK-
Heu» MaTpPHKCa; YETBEPTOro KIlacy — «3pilii», MaroTh
PO3BHHYTI KPHCTH JIaMeJsIpHOH (hOpMH, MOOIUHOKI
TpyO4acTi KpUCTH Ta N00pe YIIUIBHEHUH MaTpHKC
0e3 «IIOpOXKHETY.

Hocmimkennas KM Ha pi3HHX CTamisX PO3BHT-
Ky cepus, sKi Oyny BHPOIICHI B IITyYHUX YMOBaX,
MOKa3ylTh HAsBHICTh 1X reTrepoMop@HOCTI, siKa KO-
peIttoe 31 3MiHAMH B MiOKap/Ii, [0 PO3BHBAETHCS 3a
npupoaHux ymoB. Ha cranii 4-12 map coMiTiB y ce-
PUEBUX MIOIHUTAX MICTATHCS MMOOJMHOKI MITOXOHI-
pii, sKi 30e0UIBIIOT0 PO3TALIOBYIOThCS MOOIH3Y
anpa wiiTuHY. [li3Hime MiTOXOHIpialbHa Mepexa
OXOIUTIOE BCIO KITHHY, 1110, 0€3yMOBHO, MOB'S3aHO 3
¢dopmyBaHHSIM MioiOpm. AHAJIOTIUHI 3MIHH MITO-
XOHJIPiaJIbHOTO PETHKYJIyMa OyJIi BHSBIEHI B CTOB-
OypoBHX KIITHHAX CepIs, SKi MPOXOAMIHN Pi3Hi CTa-
nii nudepennitoBanas (Chung S. et al., 2007).

3 HaOyTTsSIM CepLUEeBHMH MIOLUTaMH 3pUIOCTI
3pOCTA€ OKHMCHA 3JAaTHICTh MITOXOHAPIH Ta OKHC-
J€HHS XUPHHUX KHCJIOT CTA€ OCHOBHHMM JUKEPEIOM
eneprii st cepist. 1li 3MiHM B €HEpreTHYHOMY 00-
MiHI MalOTh 3HaUHMH BIUIMB Ha MpoidepaTHBHY
akTHBHICTh KMII mij] yac eMOpioHaJIbHOIO PO3BHUTKY,
a TaKoX y IepioJl paHHBOTO IOCTHATAIEHOIO OHTO-
reHe3y cepus. 3O0UTbIICHHS MiTOXOHIPIATEHOTO
OKHCIIIOBAIIEHOTO TIOTEHIIaTy 30iraeTbcsi 31 3MeH-
menHsM 3aatHocTi Kvir mo moximy (Chung S. et al.,
2007). Pobotu ocrannix pokiB (Drenckhahn J.D.,
2011) noBoOmATH, MO PO3BHTOK CKOPOTIMBHX Kwmi
3aJIeKHTH BiJl IHTEHCUBHOCTI OOMIHY KHCHIO B MITO-
XOHPIAX. 30KpeMa, 3MEHIICHHS IIPOHUKHOCTI MiTO-
XOHPIAIBbHOT MMOPH MPHU3BOANTE 0 3HUKCHHS PiBHS
AaKTHMBHUX (OPM KHCHIO B IIMUTO30JI, BUKJIMKAIOYU
JudepeHIitoBaHHs KIIITHH Ceplis Ha PaHHIX erarax
NpeHaTaIbHOTO OHTOT€HE3Y.

CepueBi MiOIMTH y HI3HHOMY INpPEHATAITEHOMY
OHTOT€HEe31 BXK€ MalOTh CTATHYHY CHCTEMY MITOXOH-
IpiaJbHOTO PETHKYJIyMa, sSKa pO3TallOBaHA MiX
MiodiOpumamu — MDKMIOQIOPHISIPHI, TOMYJISIis
cyOcapKkoleManbHIX MITOXOHAPIH Ta MITOXOHAPIH,
SKI PO3TAaIIOBaHI MapaHykKjiIeapHO, a (OpMyBaHHS
TeTepOreHITETy MITOXOHIPIH 3HAXOAMTHCS Ha eTali
aKTHBHOT'O CTAHOBJICHHSI.

[Ipy BHBYEHHI JUHAMIKH YJIBTPACTPYKTYPHHX
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3MiH MPOTATOM €MOPiIOHAIBHOIO Ta IOCTHATAILHOTO
po3BuTKY cepus BiBui (Smolich J.J., 1995), o kii-
HIYHO MIATBEP/XKYETHCS HA JIIOANHI, 3a3HAaUEHO HOTro
KJIFOYOBI JIAHKH. Y TUTOJIa HACOCHA (DYHKI[IS TIPAaBOTO
LITYHOYKA TIepeBaXkae HaJl JIBUM, 110 00YMOBJICHO
OCOONHMBOCTSIMH TEMOJUHAMIKH ~ eMOPIOHAIEHOTO
cepusi, 3piBHIOEThCS TMICNI HApPOPKCHHS Ta 3Mily-
€THCS BIIIBO B IOCTHATAJILHOMY IIE€Pi0Jli — SIK peaKmis
Ha 301UIbIIeHHS NTepu(EePUIHOTO Ta 3HIDKEHHS JIeTe-
HEBOTO CYIMHHOTO omopy. BimnmoBigHo 1o ¢yHKIIiO-
HAIBHOI aKTHBHOCTI KMII mpaBoro muryHodka B mpe-
HaTaJIbHOMY IEpioJi IepeBaXKaloTh 3a PO3MipaMu Ta
BMicTOM Mio(iOpui Haj KIITHMHAMU JIIBOTO HITYHO-
yka. [licis HapomKEHHS MIOLUTH JIBOTO LHUTYHOYKA
PO3BUBAIOTHECA AKTUBHHUMHU TEMIIaMU i BUIICPECKaA-
I0Th MPaBOLUTYHOUKOBI. Ll ajanranis 1o 3MiH mic-
JSIMOJIOTOBOI TeMOJMHAMIKH TPUBAE JCKINTbKA THXK-
uiB (Porter G.A. et al., 2011; Ostadal B., 2011).

Y HOBOHApOMXKEHHX WIypiB MiOKapj ILLTyHOY-
KiB TIPEICTABIICHUHA YiTKO OpPTraHi30BaHHNMH TPbOMa
mapamMy M'S30BHX BOJIOKOH: CITa0KO BHpPa)KeHHMA
BHYTPIIIHIA map, SKUA TPUIATae 10 EHIOKapia,
CepelHiii IMPKYJISPHUA 1 30BHILIHIA TO3I0BXKHIN
miap my4kiB Kmii. V capkoriazmi CKOpOTIMBUX KJTi-
THH BHU3HAYAIOTHCS YMCIICHHI MOIIMOP(QHI MITOXOH-
apii (Teepnoxai6 1.B., 1998). Ha Bigminy Bin cy6-
CapKoJEeMaJIbHUX MITOXOHJpiil, MapaHyKJeapHi Ta
MDKMIODQIOpHIISIPHI OpraHeN y CKJIaji HITyHOYKO-
BOr0 MiOKapza MaloTh PO3BUHYTHI, 100pe chopmo-
BaHUH amapar Kpucr (puc. 6).

Puc. 6. CtaH mMiToxoHApianbHOro anaparta B napaHyk-
neapHiii 30Hi CKOPOTNMBOrO KapAiomioumTa NpaBoro LUmy-
HOYKa cepusi HOBOHapomkeHoro Lwypa. x20000.

Sk BKe 3a3HAYANIOCHA, 10 KiHI eMOpiOHAIBHO-
TO Nepiofy Ha KpUCTaxX MITOXOHIpIi ceplst aKTHBHO
MIPOXOJATH TPOLECH OKHUCHOTO (hochopriropoBaH-
Hs1. IIpoTsiroM eMOpioHaIBHOTO MEpioay Ta A0 mepi-
OIly HOBOHAPOHKEHOCTI OKHCHA 3JIaTHICTH OpraHel
3pocTae, a piBeHb OUIKIB AWXATBFHOTO JIAHIIOTa Tie-
PEHOCY EeNEeKTPOHIB 1 X aKTHUBHICTH 30LTBIIYIOTHCS
6inbm Hix yasiui (Novotova M. et al., 2010). ¥ ueit
yac OCHOBHHM cybOcTpaToMm ais cuHTesy ATO e na-
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KTaT, HATOMICTh YTHWIII3allisl TJIIOKO3H CEePLEBUMHU
MIOLIUTAMH 3MEHILYETHCS, & PIBEHb OKUCIICHHS JKH-
pHux kucinot 3pocrae (Lopaschuk G.D., Jaswal J.S.,
2010).

BrOpooBx MepIioro THXKHS MOCTHATAIBHOTO
PO3BHUTKY BiZOYBa€THCS CTPYKTYPHO-(QYHKIIOHAIb-
Ha peopraHizalisi cepleBoi CTiHKH, IpoTe OioeHep-
reTUKa Cepls 3aJIMIIAEThCS IOAIOHOI0 10 Takol y
miofa. 3pOCTaHHA aKTUBHOCTI OLUIKIB IHXAaIBbHOTO
JaHIora BiaOyBaeThCs MOYMHAIOYHM 3 KiHIA (era-
JBHOTO TIEPioAy MIypiB i TPUBAE MICIs HAPOIKECHHS
(Piquereau J. et al., 2013).

OcraTouHMii eHepreTUUHH Tepexin BinOyBa-
€ThCS TPUOJIM3HO TCNS TMEPINOrO THXXHSA JKHUTTS,
KOJIM TIIKOJII3 1 yTWII3alisl JIAKTaTy Pi3KO 3HUKY-
FOTHCS, & IHTCHCHUBHICTh OKHCIICHHSI )KUPHUX KUCIOT
3pocrae no pieHsA 3pinoro cepus (Lopaschuk G.D.,
Jaswal J.S., 2010).

3aranpHOBH3HAHUM € Te, IO PO3BUTOK KMl y
ITOCTHATAIFHOMY TIEPiOAl TOB'SI3aHUHA 13 TIMOOKOIO
peopraHizami€ero KITHHHOI apXiTEeKTOHIKH, IO
BKJIFOYA€E KIMBKICHI Ta fAKICHI 3MiHH MITOXOHAPIH,
30inblIeHHs BMicTy MiodiOpui 1 nonansine Gopmy-
BaHHS CapKOIUIA3MaTHYHOTO PETHKYJIyMy. Pict Ta
po3BuTok KMmI[ 11pOTO meEpiony mominseTscst Ha 3
cranii: cragis rinepruiazii (Bkiroyae mepun 4 aHi
TiCIIsl HApOJPKEHHST ), IBHKOI rineptpodii (Bix 5-ro
10 15-ro nHs) 1 noBinbHOI rineprpodii (micns 15-ro
a0 poky) (Leu M. et al., 2001). BiporigHo, 1o
CyTTeBI TpaHcdopmalii eHepreTHYHoro arapara
BiOYBaIOThCS HA MEPIIMX ABOX CTaIisIX PO3BHUTKY
(Novotova M. et al., 2010).

BuBueHHS MioKapaa cepIis TPU3YHIB MPOTATOM
MePIIOro Micsls MOCTHATAILHOIO OHTOIEHE3y JO-
3BOJIMJIO BCTAHOBHTH, L0 MITOXOH/IpiajibHA CiTKa Ha
3-if meHp XUTTA IOraHo c(hOpPMOBaHA, OPraHENIH
30CepEKYIOTHCSI HABKOJIO si/ipa, a MixMiodiOpus-
pHI MiTOXOHZpIi pO3TalIOBaHI HEBHNOPSIKOBAHO.
30epiraeTbcss BIJHOCHO MOBUIBHHHA 3 MOCTIHHOO
LIBUJKICTIO TIPHUPICT iX 00’€My, OfHAK O KiHLS TH-
JKHS CIIOCTEPIraeThesi MOCHICHHS (OpMyBaHHS IIpa-
BWIBHO OpieHTOBaHuMX KpucT. Ha 7-i1 neHp micns
HapOKEHHsI LUTOIUIA3MaTHYHOTO NPOCTOPY Haba-
raTo MEHIIe, a MiXK Mio(iOprIIaMu po3TalIOBYIOThCS
KIacTepu MiToxoHapii. Iluromuit 06’eM opraHen
3pocTaEe MpakTHYHO B 2 pa3u i Ha 21-i neHp ynbT-
pactpykrypa Kmil nonibHa g0 Takoi 3pinoro mioka-
pza, MITOXOHIpPIT GOPMYIOTH BUCOKO OpraHizoBaHy
perukynsipHy citky (Olivetti G. et al.,, 1980). o
KiHIS 1-T0 MicAIS MOCTHATAIBHOTO PO3BUTKY 3ara-
JIBHUI PO3MOJIUT MITOXOH/PIi pi3HUX THIIIB HaOyBa€e
nedinituBauX puc (TBepaoxied U.B., 1998), a yib-
TPACTPYKTYpa OpraHell 4YiTKO KOpEIroe 3 iX BHYTpi-
LIHBOKJIITHHHOIO JIOKami3amiero (puc. 8, 9).

[Ile omHA IPUHITUIIOBA BiAMIHHICTB, KA Xapak-
TEepHa U1 CEpPIEBUX MIOIMTIB HAa Pi3HHX eTarax
OHTOT€HE3Y, MOJIArae Yy PO3BUTKY NPOCTOPOBOi B3a-
eMolii MDK MITOXOHAPISIMH, CapKOILIa3MaTHYHUM
perukyiaymoMm 1 miogpiopunamu. 3okpema, y Kwmn
MHUIII 3-TO JHS MOCTHATAIBHOTO MEPioay MITOXOH/-

pii Ta eHJomIa3MaTHYHA CITKa BIIBHO PO3TAIIOBY-
IOThCS B LIUTOILIa3Mi HABKOJIO Mio(iOpu, Ha OLIbII
M3HIX CTafisiX € OYEBMIHUN NPUPICT NMPSIMUX KOH-
TaKTIB MDK MITOXOHAPisIMU W Mio¢iOpuinaMu, npu
LBOMY MPOCTIp IMTO30JI1 3HAYHO 3MEHIIYEThCS
(Novotova M. et al., 2010).

Puc. 8. CtaH miToxoHapiansHOro amapata B MiKMIiO-
IOpUNAPHIA  30HI  CKOPOTNMBOrO  KapAioMiouuTta miBoro
LnyHoYka cepus wypa Ha 30-1 fo6i nocTHaTanbHOro OHTO-
reHesy. x6000.

Puc. 9. MixmiodpibpunsapHi MiToxoHApii cKOpoTNUBOro
KapaioMiouuta npaBoro LfyHoudka cepus wypa Ha 30-1
0o6i nocTHaTanbHoro oHToreHesy. x20000.

Mimoxoudpii 6 namonociunux npoyecax

CTpyKTypa MITOXOHIpPiH HAJA3BHUYANHO UyTIUBA
JI0 3MiH TOMeOoCTa3y B KIITHHAX OyAb-sIKOTO THILY.
[Maronoriyauii BIUIMB NPAKTHYHO 3aBXKAU CYHPOBO-
JUKY€TBbCSL 3MIHOIO MITOXOHApianbHOI Mopdouorii,
0COOJIHMBO SIKIIIO MITOXOHAPII € MPIMUMHU MilICHIMHA
HeraTHBHOTO (akTopy. 30Kpema, y 0aratbox Mop-
(hOTOTIYHNX JOCHTIHKEHHIX BIUIMBY Pi3HUX YHHHU-
KIiB BHUSBIISIIOTh YiTKWI KOPENSLIMHUIA 3B’S30K MIXK
po3noaiioM MOp(dOIOTiYHUX 03HAK MITOXOHIpIil Ta
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ix Oiomoriunoro aktuBHicTIO (Del Vesco A.P.,
Gasparino E., 2012). IIpote auHamika mMop¢oreHe-
TUYHHX TepeOyI0B MITOXOHApIOMY cepls B HOpMI
Ta MiJ BIUIMBOM YIIKOJ/DKYIOYHMX (haKTOpIiB 3anuiua-
€THCS1 HEJIOCTATHBO JOCIIKEHOIO.

Jns miToxoHApiagbHOTO amapara cepis Taki
TpaHcdopMallii BKIIOYAIOTh: 30UIBIICHHS PO3MIpiB
MITOXOHPiH (TiranTu3m), HaOpSK, BUKPHUBJIECHHS X
TPUBHMIPHOI KOH(}Iryparii, BTpaTy Ta mepiopieHTa-
IiI0 KPHUCT, 3MiHY X (hopMH, BaKyoIi3aIito abo Kpu-
CTaJli3aIlifo OpraHel, 3MiHY IIUIBHOCTI MAaTpHKCa,
aKTHBALIO 3alPOrpaMOBaHOl CMEPTI OpraHenud —
mitonroza (Decker R.S., Wildenthal K., 1980;
Schwartz P., 1984; Lee J., 2012).

OcTaHHIMH pOKaMH BCE OLUIbIIE JOCIIIKEHb
CBi/I4aTh, 110 3MiHM MITOXOHApianbHOI Mopgoorii
NOB’sI3aHI 3 CEPLUEBMMH 3aXBOPIOBAaHHsAMH. Mauri
JIe30praHizoBaHi MITOXOHAPII CIIOCTEPIraroThCs MpH
JITATaIiiHIA  kapaiomionaTii (Schaper J. et al.,
1991) Ta «ribepHamii» miokapaa (Camici P.G. et al.,
2008). Cxoxi pe3yabTaTé OylId OTPUMAaHi B EKCIIe-
PUMEHTAIEHUX MOJEJIX imemii Miokapmaa, y SKHX
croctepiraaucs (parMEHTOBaHWN MITOXOHIPIaib-
HUM PETHKYIyM, 3MEHIIEHHS 3arajibHOl IUIONI Op-
raHes mopsia 31 30UIBIICHHSIM 1X KiIbKICHOT IIIIBHO-
cti (Chen L. et al., 2009). I'imeprpodis cepus mry-
piB, mo Oyja HaCNiAKOM aopTajabHOI KOHCTPHUKILI,
CYNPOBOJIXKYyBaJIach 30UIBILEHHSIM PO3MIpY MITOXO-
HApiH Ta perutikamiero mitoxorapianeHoi JJHK (Zak
R. et al., 1980). Kpim TorOo, B MOAENIX XPOHIYHOL
CepleBoi HEJOCTAaTHOCTI Ha cobakaX OmucaHo 30i-
JBIIEHHS KUTBKOCTI ApiOHUX MITOXOHApIH, mo Xa-
paKTepu3yBalioCh MOPYIIEHHSIM iX CTPYKTYpHOI ITi-
JIICHOCTI, HasiBHICTIO (hparMEHTOBAHUX MITOXOHIPIMH
(Sharov V.G. et al., 1998). Ananoriuaa mopdosroris
Oysa onmcaHa y MNAli€HTIB 3 MITOXOHJAPialbHUMHU
XBOpOOaMH Ta B MOJAEISX NUISTAIIMHOI Kapaiomio-
natii (Duvezin-Caubet S. et al., 2006). 11i pe3yabTa-
TH UTIOCTPYIOTH 3B'SI30K MiXK MOP(QOJIOTIEI0 MIiTOXO-
H/piIbHUX TOpYIIEHb Ta 3MiHAMH OiO€HEepreTHd-
HHUX TOTY>KHOCTEH KITHHH. 3 iHIIOro OOKy, Ipu
Oiomcii cepIs y MAIie€HTIB 3 iTIONAaTHYHOIO IHIISATA-
[ITHOI0 KapAiOMIOMAaTi€l0 CcIrocTepiraeTbes 3011b-
IIEHHS KUTBKOCTI MITOXOH/PIH, 3HIKEHHS MTOKa3HH-
Ka OIUIBHOCTI MAaTPUKCA Ta HASBHICTH TiTaHTCHKHUX
opranen. Cxoxi pe3yiapTaTé Oyim OTpHMaHi mpu
moaemoBanHi rimokcii (Sun C.N. et al., 1969).

Mimoxoudpii ma 2inoxcis

lnokcist € cyTTeBUM (hakTOpOM, IO BUKIIMKAE
KackaJl pI3HOMaHITHUX peakliil 3 00Ky MiTOXOHApPiK
— HalOieIn yyTnuBHX n0 Hei opranen (Welt K. et
al., 1998).

[Ipu BUBYEHI BIUIMBY TiMOKCIi Ha yIBTPacTPyK-
Typy MioKapaa JOCHiTHUKH BiIMi4alOTh XapaKTepHi
YIBTPACTPYKTYPHI 3MiHH MITOXOHAPiambHOI MOpdo-
Jiorii, cepen SAKUX MEPeAyloTh HaOpsK, pyHHyBaHHA
BHYTPIIIHBOI MITOXOH/piaibHOT MeMOpaHu, a Ha
OLIbII MI3HIX CTAisIX MPOLECY — 30€PEeIKESHHS JIHIIIEe
30BHINIHBOT MITOXOHApianpHOi MemOpanu (Decker
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R.S., Wildenthal K., 1980).

BuBuenns ynpTpactpykrypu Kmir iHKyOOBaHHX
3a yMOB TiIOKCIT 130/1b0BaHUX (parMeHTiB MioKap/a
mypiB (Comnonouukoa M.M., 2007) no3Bonuio
BUSIBUTH YJIBTPACTPYKTypHY TIeTepoMOpQHICTh I0-
MyJsiii MITOXOHJpIH. Binblry dyacTuHy ckiagainu
€JIEKTPOHHO-CBITIII OpraHeNy 3 KOHTPaCTHUMH, J100-
pe BHpaXEHHMMH MeMOpaHaMH, NPOCBITIEHUM Mart-
pHUKCOM, a iHII MITOXOHAPII MOPIBHIHO HEBEINKOTO
po3Mipy, 3 EeIEeKTPOHHO-IIUTPHHM MAaTPUKCOM Ta
BHPaKEHIMH O3HAKaMH OOBOJHEHHS MiXMEMOpaH-
Horo mpocropy. OcTaHHI pO3TalllOBYBaKCh, 31e0i-
JIBIIOT0, Oe3rmocepenHbo MK MiodiOpuiaamMu Ta ce-
pen  eJIeKTPOHHO-CBITIMX MITOXOHAPIH BIIHOCHO
BEJIMKOTo po3mipy. [Tpu 1ipoMy 3HaYHI 332 po3MipaMu
opranenu Oynu (yHKIIOHATHHO HETIOBHOI[IHHUMHU, Y
TOW yac SIK MEHIII Ta IIJIBHIII XapaKTepu3yBalucs
[MABUILEHO aKTUBHICTIO.

VY cBOIO uepry, rirnokcis B ceplsix KPOJIMKiB BU-
KJIMKaJla HeraifHe HaKONMYeHHs ayTo(arocoM nopyd
3 HaOpSAKIMMHU Ta PparMeHTOBAaHUMH MIiTOXOHApIs-
mu (Decker R.S., Wildenthal K., 1980; Lee J. et al.,
2012).

3a J0MOMOTOK0 €JIeKTPOHHOI MIKPOCKOMmIi 10-
pociioro cepiist urypa Oyiiu OTpuMaHi BiIOMOCTI TIpoO
HAsIBHICTh MOJOBXCHHX MITOXOHJPIH, IO PO3IO-
BCIOJDKYIOTBCSl HA OUTbII HiXK 2-3 capkOMepHu B J0B-
xuHy (Ong S.B. et al., 2012). C.N.Sun (1969) y cBo-
X JIOCHIPKEHHSX HPOJEMOHCTPYBaB, LI0 IMPOLECH
MITOXOH/IPIAJIbHOTO 3JMTTS BifOYBAIOTHCS B Cepli
JIOPOCIIHX IMYpiB y BIAMOBINE HA KOPOTKI MEpioaw
rinokcii (3-7 XBHINH), IO MIPU3BOINUTE 10 YTBOPEH-
HS MITOXOHJIPii JOBXHHOIO Bix 3 10 7 capKkoMepiB.
VY 1poMy 3B'A3Ky BHHHKAE BaXIMBE IHUTaHHS IIPO
MOXKJIMBICTh TOTO, IO KOPOTKi HeJNeTanbHI Mepioan
riHoKCIi MPU3BOISTH 0 MITOXOHAPIAIBHOTO 3JIUTTS
SIK €HJIOTEHHOTO 3aXHCHOI'0 MEXaHi3My BiJl MOJallb-
IIOT0 TMOKCUYHOTO 200 IIMIEMIYHOTO YIIKOKEHHS.

INrantcbki MiTOXOH/IpIi (MeramMiTOXOHIpii) Oy-
JIM OTIMCaHi B psilii poOiT, MPUCBIYEHHUX JOCIIKEH-
HIO Pi3HMX CTaHiB cepueBoro M'siza ccaBuiB (Kraus
B., Cain H., 1980; Tandler B., 2002). Enexrponna
Mikpockomis ceprs sonuHu (Kraus B., Cain H.,
1980) BusBMIIa METaMiTOXOHPII, SIKi TOCATAIN PO3-
MmipiB 30 MkM Ta Oinmeime. Ha mymKy aBTOpiB, Taki
MITOXOHJPIT € pe3y/IbTaTOM 3JIUTTS MEeMOpaH JeKi-
JIBKOX BEJMKUX OKpeMuX opranen. Haifuactime Bo-
HH MICTATh IPaHyJIM IJIIKOTeHYy Y pe3yJbTaTi BUMa-
KOBOT'O BKJIFOUEHHS HOT0 MU 3JUTTI.

OpHaK 3aTMIIAETHCS BIAKPUTUM MTUTAHHS, YOMY
BiZIKJIaaHHsl P-TJIIKOTeHy OOMEXYIOTbCS —TiJIbKH
OITHIEF0 MEMOpaHOK, a HEe BKJIIOYCHI B MOJBIHHY
MeMmOpany. ETionoriuni i maToreHeTH4HI MeXaHi3MH
PO3BUTKY TaKMX MITOXOHAPIA 3aMUIIAIOThCS He-
3’sscoBaHuMU. OcOOIMBO BEMKI OPTaHEN BOUYEBUIb
€ QyHKIIOHATPHO Hee(DeKTUBHUMH i HEeOC3IeYHUMHU
JUIsl KJTITHHU, TOMY Haifyacrillle MmiJialoThCsi ayTo-
¢arii. Xoua B 6araThbOX BHUIAAKaX iX KPUCTH MAaKOTh
3BHUAlHYy MONEpPEYHy OpI€HTALI0, y ICSIKHUX Mera-
MITOXOHPISIX KPUCTH (OPMYIOTh BUTMHH Ta 3aBUT-
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KM, iHOJI MaroTh TpyOuacty ¢opmy (Tandler B. et
al., 2002).

[TomiTHe 30iNbIIEHHS PO3MIpY MITOXOHAPIH
IMOBIpHO € 200 pe3yJbTaTOM JBOOIYHOTO MPOLECY —
POCTY OKpeMOi OpraHesid i 3JMTTS OpraHe’, IO
NPUMHKAIOTH OJIHA JI0 O1HO1, a00 KOMOiHali€ 060X
BapiaHTiB. Y ccaBLiB (OPMYBaHHS KPUCT y TaKUX
MITOXOHJPISIX € IO0Ka30M TOTo, IO OpraHeid Iie
3/1aTHI IO CHHTE3y MeMOpaHHHX OiNKiB, 30epirardn
3/IaTHICTB J0 POCTY.

[Ipn BuBYeHHI TEepeOYAOB YIBTPACTPYKTYpPH
MITOXOHApiaNbHOrO amapara Kmiy mig giero TpuBa-
JI01 TIMOKCIi BCTaHOBJIEHA YJIBTPACTPYKTypHa reTe-
pomopdHicTs momyJsuii MitoxoHapiid. Ha 111 ocHo-
BHOI MOMYJIsILii MITOXOHJIPIK 31 CBITJIIMM HaOPAKIMM
MaTpUKCOM aBTOPH OIUCYIOTH €JIeKTPOHHO-IIIJIbHI
MITOXOHPII PI3HOTO PO3MIpY, IO PO3TAIOBYIOTHCS
HE TUIBKM MK MiodiOpuiamu, a i y cepeauHi CBiT-
mux obBogneHux opranen (ComonoBHukoBa .M.,
2007). Bymno BcTaHOBIEHO Ta AETANBHO AOCIHIIKEHO
mpoIiec YTBOPEHHS IIMX MITOXOHAPIH ycepeanHi
MITOXOHAPiii OCHOBHOI MOITYJIAII Ta MOKa3aHO, IO
TaKi CJIIEKTPOHHO-IIUIbHI MITOXOHIpPIl BHSBJISIFOTH
JIo0pe TOMITHY HUTOXPOM-C-OKCHAA3HY aKTUBHICTb,
y TOH 4ac sSIK MITOXOHJpIsi, BCEPEIIUHI SIKOT yTBOPIO-
€THCS TaKa OpraHesia, 4aCTKOBO ab0 ITOBHICTIO BTpa-
yae o aktuBHICTh (Canpynosa B.B., 2008). ABTop
BKa3ye, M0 MOsBa JPIOHUX EJICKTPOHHO-IIUTBHIX
MITOXOHAPIM Ta IX JOKami3amis yCepemuHi CBITIHIX
O0OBOJJHEHHX MITOXOHJPiil € pPe3ysIbTaTOM 3aXHCHOI
peakuii KITHHN B yMoBax crpecy. [Ipn nmpomy 3mi-
HU, TIOB’s3aHi 3 HAOPSIKOM MaTPUKCy MiTOXOHIpIH
OCHOBHOI TMOMYJIAMIi, TIOSBOIO CENTOBAHMX MITOXOH-
Ipiif, a TaKoXX BHYTPILIHBOKPUCHHUX BKIIOYEHB, €
HaciigkoM wmironrto3a. [Ipu aHamizi HaykoBOi JiTe-
paTypu HaM He BAAJOCS 3HAWUTH ONM3BKHUX 3a 3Mic-
TOM CHOCTEpeXeHb abo MiATBEP/PKEHHS HaBEICHUX
JIaHUX Ha IHIKUX 010JI0rYHUX 00’ €KTax.

Huska xapakTepHHX YJIbTPacCTPYKTYPHHUX pea-
KLl MITOXOHIpIAJIFHOTO anapaTa KyJbTYpH KIITHH
ckopoTiuBHX KMIT ypiB Ha pi3Hi TEpMiHM aHOKCII 3
MOJAJBIIO PEOKCUT€HALIIEI0 HPE/ICTABIEHO B PO-
6oti P.Schwartz 3 xomeramu (1984). ABropu BKa3zy-
I0Th, IO BXe 4epe3 30 XBUIMH KHCHEBOTO TOJIONY-
BaHHS 3HUKAIOTh TPAHYJH MAaTPUKCY MIiTOXOHAPIH,
00’eM opranen Jemnio 30UIbIIy€eThCsl, @ anapaT KPUCT
30epirae CBOI PEryisipHy CTPYKTypy. B cBoto uep-
Iy, PEOKCHICHAIliss MOBHICTIO BIiJIHOBJIOE YIbTpa-
CTPYKTYpY MITOXOHApii. Y Bumamky 60 XBUIMH
aHOKCIiI, HacTymnae OOBOAHIOBaHHS MITOXOHJpiil Ta
YiTKO MPOCTEKYETHCS BUHUKHEHHS JBOX IOIYJISIIIN
MITOXOHIPii 3a cTyneHeMm HaOpsKy. YacTuHa MiTo-
XOHJIpiii 30epirae CBOIO BiJTHOCHO HOPMAJIBHY YJIBT-
pacTpyKTypy, iHINA TOMYJAMis XapaKTepPH3YEThCS
HasBHICTIO CBITJIOTO MATPHKCY Ta CIOTBOPEHHX
KPHCT; BEJNWKa KUTBKICTh TaKUX MITOXOHJIpIHA 30ce-
peKeHa HaBKOJO sAApa KIITHHM, IO HiJKPECIIOE
TUM CaMHUM OCOOJIMBY YYTJIMBICTH /IO TIMOKCIi Iiel
30U, HatomicTs 30-XBHJIMHHA PEOKCUTCHAIIIS MTOB-
HICTIO BITHOBJIOE CTPYKTypy opranen. Ilicis 120

XBUJIMH OUTBINICTH MITOXOHAPIN 00BOIHEHA, KPUCTH
opraHes 3pyHHOBaHI, aje 30epiraerbcs CTPYKTypa
30BHIIIHBOI MITOXOHJpPiabHOI MEMOpaHH, YacTo
O1s1 MITOXOH/IPiIKA (HOPMYIOTBCSI BE3UKYIIH, SIKI Mic-
TATh aMOp(pHY pPEYOBUHY, HaTOMOPQOIOTIYHHIA
mporec crae HeobopoTHIM. OmHAK HaBeACHI HaHi
JIal0Th y3arajbHEHI XapaKTepHCTHKH peaKiiil MiTo-
XOHJPIiaJbHOTO amnapaTa Ta He OepyTh O yBard xa-
pakTep peakmiil pi3HHX i30AMHaMIYHHX (hopM Opra-
Hen. TakoX O4eBHIHO, IO CKOPOUYSHHS Mio(iOpwmi
y KyJIBTYpi TKaHWH BifOyBa€ThCs HA0AraTto IMOBib-
Hillle, HDK y MPAIOI0uOMy Ceplli, 110, MOXKJHBO,
00YMOBJICHO BIIMIHHICTIO B IOCTa4YaHHI i MOMHUTY
eHepril B KyJIbTypl KJIITHH Ta in Vivo Yy BIANOBiIb Ha
rinokcito (Ostadal B. et al., 2011).

BuBueHHs nepeOys0B MITOXOHAPiaJbHOTO ara-
parta mpaBoro Ta JiBOr0 LUTYHOYKIB IOPOCIHX MIy-
PiB 32 YMOB XpOHIYHOI rino6apu4Hoi TinoKcii rmoka-
3aJ0, MO Ha 14-i JeHb eKCIepUMEHTY o00’eMm,
00’eMHa IMUIBHICTH Ta KUIBKICHA MIUIBHICTh MITOXO-
HIpIH MPaBOTO NIIYHOYKA JOCTOBIPHO 301LIBIIYETH-
csl, a TIOKa3HWKH MapaMeTpiB MITOXOHAPIA JiBOTO
LUTYHOYKA JICNIO 3MEHIIYIOThCS B MOPIBHSHHI 3 HO-
pmoro. Bixke Ha 21-i JeHb XPOHIYHOI TIlTOKCIT MiTO-
XOHJIpii 000X IUTYHOUKIB CTalOTh 3HAYHO MEHIIOTO
PpO3Mipy, a YncesbHa IX IUIBHICT JOCTOBIPHO 3pOC-
tae (Nouette-Gaulaina K. et al., 2005).

ABTOpH HAroJIOMIYIOTh, II0 PEAKIi MITOXOHII-
piaybHOTO amapaTa B IpaBHX BiIUIAX BHIIEpEIKa-
IOTh JIiBI BHACIIIIOK EPEBAHTAXKEHHSI IIPABOTO IILTY-
HOYKa Yepe3 JICTEHEeBY TilepTeH3ito, sika BUHUKAE B
pe3ynmpTaTi  XpOHIYHOI  TimoOapudHOi  TiMOKCil
(Nouette-Gaulaina K. et al., 2005).

Pe3uCTeHTHICTh CeplieBOl TKAaHMHU 10 HecTadi
KHUCHIO (TIMOKCIT) y ImpeHaTalbHOMY cepli 3Ha4yHO
BHlIIa, HIX Yy 3pinomy miokapai (Nie L. et al., 2012).
TuM He MEHIII, MEXaHi3MH OLIbII BUCOKOI CTIHKOCTI
11e He OyJM JI0CTaTHBO BHUBYEHI, BCE 11 3AJIMILIAETh-
Csl HE 3pO3yMUIMM POJIb MITOXOHJIPIH y TOJIEPaHTHO-
CTi cepIist 10 KucHeBoro ronoaysanHs (Drahota Z. et
al., 2012).

HesBakaroun Ha Te, MO0 paHHE eMOpiOoHaJIbHE
cepue  LUIKOM  3JaTHE  CHOXHBATH  KUCEHb
(Lopaschuk G.D., Jaswal J.S., 2010), Hu3bKHi fi0TO
piBeHB, HMOBIpHO, TEPENIKOKAaE aepoOHOMY IH-
XaHHIO 1 00YMOBJIIOE 3QJIEKHICTh BiJl aHAEpPOOHOTO
riikoni3y. Hampukna, KOHLEHTpAIlisE KHCHIO B Cep-
i rpu3yHiB Ha crafii 1-3 mapu comirtiB meHia 3a 10
MM DT. CT. Ta HIk4a 3a 20 MM pT.CT. y OyIb-sKii
iHIIi# yacTuHu eMmOpioHa. OnHak Bxxe Ha craiii ¢o-
pMyBaHHsl 4-12 map COMITiB piB€Hb KHUCHIO CTaHO-
Buth 10-30 MM PT.CT. y BChOMY €MOpiOHi y 3B'SI3KY 3
JO3pIBaHHIM IUTAICHTH 1 30UIBIICHHSM JIOCTAaBKH
KHCHIO JI0 TIPUMITHBHOI CepPIIeBO-CyINHHOI CHCTEMH
(Dunwoodie S.L., 2009).

BpaxoByroun Toi (akT, IO MITOXOHIPIi CHO-
KMBAIOTh 3HAYHY YacTHHY KHCHIO, KA HAAXOIHUTh
JI0 OpraHi3my, OyJIO BHCIIOBJIEHO NPHIIYIIEHHS IIPO
Te, M0 ¢(peKTHBHUN aTaTHBHUNA MEXaHi3M Oprasi-
3My Ha TIMOKCII0 PEaTi30BYyEThCS 30UIBIICHHIM Ki-
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JIBKOCTI MITOXOHAPI BHACIIOK IMIiABHIICHHS PiBHS
aepoOHOro JAWXaHHS Ta 3a0€3MeUeHHsT CHEPreTHIHO
3aJeXHUX (QYHKUIA KiIiThHU. TUM He MeHII, JaHi
PO 3MiHU IIUTOMOI'O BMICTy MITOXOHJIPIH CepLeBUX
MIOLUTIB y BIAMOBiIb HAa TIMOKCIIO 3aJHIIAIOTHCS
cyrnepewimBUMU. 30KpeMa, MiJl BIUIMBOM XPOHIYHOI
rinokcii 30UTBITY€eThCS BMICT MiTOXOHIpin Kmc y
HOBOHAPOHKEHHX NIYPiB, XOMSIKIB Ta BEJIMKOI pora-
toi xymoou (Costa L.E. et al.,, 1988; Fitzl G. et
al.,1998). HaTtoMicTh mUTOMA IMIJIBHICTH MITOXOH/I-
piit cepust MOPCKOi CBUHKH 3AJIAIIAE€THCS HE3MIHHOIO
(Kayar S.R., Banchero N., 1987). IIpu BuBueHi Mio-
Kapaa eMOpIOHIB BIBI, KU PO3BUBABCS ITiJ] BILIH-
BOM TpuBaJoi rinokcii (110 1HiB), HAaBMaKK BUSBUIN
3MEHIICHHS MUTOMOI HIUILHOCTI MIiTOXOHApiH Kwmir
(Lewis A.M. et al., 1999). P0o30iKHICTb MiX PE3yJib-
TaTaMH JOCIHIIPKEHh MOXXe OyTH TOB’s3aHa 3 Bij-
MIeHsI Ta TPUBAJIOCTI.

[ToxazaHo, 1m0 piBEHh AKTUBHOCTI ITUTOXPOMY-C
CepIlsl TOPOCTHX ITypiB 30UTBIIyeThCS depe3 | AeHp
BiJl MOYATKy TiMOKCHYHOTO BIUIMBY Ta MOCTYIIOBO
3MEHIIYEThCA Ha 7-U neHp ekcriepuMeHTy (Rumsey
W.L. et al., 1999). JociimKeHHs aKTUBHOCTI PiBHS
LUTOXPOMY-C B YMOBAX TMIIOKCUYHOI'O YIIKOPKEHHS
KapioreHe3y B MPEeHATAIBHUI MEPioJ1 MOKa3aJIo, 10
XpOHIYHA TINOKCiS BUKIMKAE IIJABUIICHHS PIBHS
UTOXPOMY-C cepirst Ha 70%, 1m0, HMOBIpHO, € ajar-
TUBHUM MEXaHI3MOM Ha CTPECOBHA Ae(IilUT KHCHIO
(Xiao D.L. et al., 2000).

BuBYeHHs BIUIMBY aHTEHATAJIBHOI TIiMOKCil Ha
TKaHUHHHUN TOMEOCTa3 MioKap/a IIypiB y paHHBOMY
MepioNli MOCTHATAIBHOTO OHTOTEHE3y IiATBEPAHIIO
NPUIYIIEHHS PO 3HIKEHHS a0COIIOTHOI MacH cep-
s y miggocmigaux tBapuH (Yepkecosa 1.Y. u co-
aBT., 2009). BHYTpillIHLOYTPOOHO TiMOKCis MPU3BO-
JMTH J10 3MeHIeHHs nponidepanii Kmu, ctumyioe
mpoliecu anonrto3a B emOpioHamsHOMY cepii (Tong

W. et al., 2011) Ta, HaTOMICTh, KOMIIEHCATOPHO
CTHMYJIIO€ TIpoJiepaTHBHI MpoIecH Yy MioKapmi
HOBOHAPO/DKEHUX IIYPIB Y BiANOBIIh HA 301IbIICH-
Hs1 kiituHHOT BrpaTtH (Kpeikanosekas C.10., 2007).

3a panumu 1.B.3agninpsHoro (2011), nepuna-
TaJIbHA TIMIOKCisS IPU3BOIMTH JI0 CTPYKTYPHOI Iepe-
OynoBu Miokapna. [TokasaHo, o ynbTpacTpyKTypHi
TOPYIIEHHS MITOXOHJIPIH HOBOHAPOKEHUX IIYypiB
XapaKTepU3yBAUCS BaKyOJISIPHO-IITHIHIMU 3MiHa-
Mu. MiToxoHapii Oynu pi3HEMH 32 PO3MipamMH Ta
PO3TalIOBYBAINCH IapaHyKJIeapHO, cyOcapkoiema-
JIHO Ta B capKoIiasmi cepex miodiOpui, ae mpax-
THYHO HE YTBOPIOBAIU II03JI0BXKHBO OPIEHTOBAHUX
CTOBITYHKIB.

[Monimopdni MiToXOHAPIT Mayu 3pyHHOBaHI
KPHUCTH YM TIOBHICTIO 3a3HaBaIM yIuko pkeHHs (Tpe-
thsikoBa O.C., Ta cmiBagT., 2012). 30epexeHHs cyo-
CapKOJEMAJIbHUX IOIYJISIiNA MITOXOHJIPIH, SIKi MaK-
CHUMaJIbHO OyJi HAaOJIIKEH1 10 JpKepelia IocTadyaHHs
KHCHIO B JCSKHX CEpLEBUX MIOIMTAX, Ha IYMKY
aBTOPIB, CBIAYIIO TPO CrpoOy KIITHHH BIDKUTH.
Jesiki MiTOXOHAPIT Ma¥ eIeKTPOHHO-IIUTBHI BKITFO-
YeHHs, 10 BKa3yBaJl0o Ha HE3BOPOTHHII XapakTep
ymkomkerb (Ibanez B., 2011). [Ipu mpomy Haii-
OLIbII YyTIMBUMH JIO TIMOKCIi € 30HU MPaBOro IILTY-
Houka (3amuunpsueii U.B., Tpetssxoa O.C.,
2011).

Hincymox

IcHye BimHOCHO HeOaraTo yJabTPAacTPYKTYPHHX
JIOCITIJKEHB, 1110 CHPSIMOBaHI HAa BHBUYCHHS aJlalTH-
BHUX Ta QJIBTEPATUBHUX IPOLECIB Y MITOXOHIPISX
TepeICepAHOTO 1 IMITYHOYKOBOTO MiOKapAa IiJ| A€o
MIPEHATANFHOI TIMOKCii B OHTOTEHETUIHOMY aCIIEKTi.
®dparMeHTapHUMHU TaKOX 3aJHMLIAIOTHECS BiZOMOCTI
PO peati3amiio yIbTPACTPYKTYPHHX MEPETBOPECHD
MITOXOH/IPIAJILHOTO anapaTa Ha MDKKJIITHHHOMY Ta
TKaHMHHOMY pIBHSIX 32 YMOB TilOKCii Ha eramax
OHTOTEHE3Y.
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HNBanuenxko M.B., Teepaoxiied U.B. ®opMupoBanne MUTOXOHAPHAJIBLHOTO ANNApPaTa COKPATUTE/b-
HBbIX KapIHOMHOLIMTOB B HOPMe U NMPH IMMOKCHYECKOM MOBPE:KIeHNN KapAHoreHe3a.

Pe3tome. [lepecTpoiik MUTOXOHPUATILHOTO amiapara KapAnOMHOIIUTOB MOTYT ObITh 0003HAYECHBI KaK Be-
nOymue (aKTopsl, SBISIONINECST OCHOBON PAa3iIMUYHBIX (JOPM CEpedHO-COCYIUCTON MATOIIOTHH, OJHAKO JHHAMHM-
Ka MOP(OTCHETHIECKUX TEPECTPOEK MUTOXOHIPUI cepAlia B HOPME M O] BIMSHHEM ITOBPEXIAOMNX (haKTo-
POB OCTa€Tcs HEJOCTATOYHO HCCIEJOBAHHOW. MUTOXOHIPHH COKPATHUTENBHOTO KapAWOMHOINTA OTIMYAIOTCS
3HAYUTEIbHBIM I'€TEPOreHUTETOM KaK 110 CBOSH MOPGOJIOTHH U JIOKAIM3aLMK B KJIETKE, TaK U 110 OMOXHMHUYe-
CKUM CBOMCTBaM, M CIIOCOOHBI IT0-Pa3HOMY B3aUMOJEHCTBOBATh C JPYTHMMH BHYTPUKIETOYHBIMU CTPYKTypaMu.
BaxHBIM M aKTyaJIbHBIM SABISIETCSI BOIIPOC B3aMMOCBSI3M MEXIY HEOJHOPOJHOCTBIO (DYHKIMH M PErMOHAIBHON
Cricnuajim3anuu MMTOXOHﬂpMﬁ, IMyTHU peajin3aliu réeTeporcHHOCTH B KJICTKC U CTCIICHU WX 3aBUCUMOCTH OT Ia-
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TOJIOTMYECKOT0 COCTOSIHUSI B OHTOT€HETH4ecKOM acrekrte. CymecTByeT OTHOCHTENbHO HEMHOTO YIIbTPacTpyK-
TYPHBIX MCCIIEJOBaHUH, HAIIPABICHHBIX HA U3y4YE€HHUE aJallTUBHBIX U AJIbTEPATUBHBIX IPOLIECCOB B MUTOXOHIPH-
SIX IIPEJCEPIHOrO U KEIyA0YKOBOIO MUOKApAA MO JEUCTBUEM PA3IMYHbIX PEKUMOB [IPEHATAIbHOU IMIIOKCUH B
mpoliecce pa3sBUTHA MHOKapa. 3HAUMTENbHBIN HMHTEpeC NPEeICTaBlsAeT BBIACHEHHE MEXAHH3MOB pealu3alluy
YIBTPACTPYKTYPHBIX NPeoOpa3oBaHUN MUTOXOHPUAIBHOTO amapara Ha MEeKKJIETOUHOM U TKaHEBOM YPOBHSX
B YCJIOBUSIX TMIIOKCUM HA 3Talax OHTOreHe3a.

KuroueBnie cjioBa: MUOKap/, yJIbTPACTPYKTypa MUTOXOHIPHI, KApAUOTE€HES, KPBICHL, TUITOKCHSL.
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