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PE3IOME. MitoxoHapii — Le opraHenu, oToueHi NoABiMHOK MeMBPAHOI0, WO CKNAAAKTHCS i3 30BHILUHBOT Ta BHYTPILUHBOT
MeMbpaH, MibkMeMBpaHHOro NPOCTOPY ¥ MaTpUKCY. Y MIiTOXOHAPIAX BifbyBa€eTbCs 6e3niy HioxiMiyHMX npoLeciB: cMHTE3 BinbLuoi
YaCTUHM afleHO3MHTPUDOCPATY, CUHTE3 XKMPHUX KMCIIOT, yTBOPEHHS BHYTPILUHbOKMITUHHUX aKTUBHUX (GOPM KMCHIO, aHTUOKCU-
[AHTHUI KOHTPONb, OKUCHE GOCHOPUNIOBAHHS, OKMCHO-BIAHOBHA perynsuis, TepMoreHes, perynisiyig ioHHoro (KanbLito 30Kkpema)
roMeoCTasy, y4acTb Yy PisHUX BIOCMHTETUUHMX WAAXaX | 6araTo iHWKMX, TOMY MITOXOHAPIT BBAXKAKOTbCS LLEHTPOM KJTITUHHOTO Me-
Taboniamy. MiToxoHapii NoTpebyoTb NOCTIMHOIO BiAHOBMEHHS 1M 3aMiHWM CBOIX KOMMOHEHTIB 4151 HANEXHOrO QYHKLIOHYBaHHS,
npoxoaaTb 6e3nepepBHi Npouecu noainy, 3AMTTA, MiTodarii Ta TpaHCMOPTY, SKi BU3HaYatoTb MOPdONOrito, AKiCTb, KiNbKicTb,
po3MoAin, a Takox (YHKLi0 MITOXOHAPIN y KNiTUHAX. MaTonoris, NoBa3aHa 3 nopyweHHIM QYHKLiT MiTOXOHAPIX, MOXe ByTu
CNafKoBO0 Ta HabyTot. [epBUHHI MITOXOHApiabHI 3aXBOPHOBAHHS MOXYTb BUHMKATM Yepe3 MyTallii B reHax MiTOXOHApianb-
Hoi Ta/abo spepHoi AHK, wo komyTb 6inku naHulra enekTpoHHOro TpaHCMopTy. BTopnHHa MiToxoHApianbHa AMcdyHKLig
MOXe CynpoBOAXKYBaTH 6arato CnafkoBMX NATONOFIYHMX NPOLLECIB, HE MOBA3aHMX 3 OKMCHUM POCHOPUIIOBAHHAM, 3@ TAKOX
MoXKe ByTV HabyTo BHACNiIAOK HECMPUATAMBOIO BNAUBY LOBKINNSA, KOTPUMA MOXKE CMPUYMHUTU OKCUAATUBHMI cTpec. JlikyBaHHS
MIiTOXOHAPIaNbHMUX 3aXBOPIOBAHb € CKIAAHUM 3aBAAHHAM, OCKiNbKM HAa CbOrOAHI BOHO MPAKTUYHO € JIMLIE CUMMATOMATUYHUM,
BinbLicTb MeToAiB TEpanii cnpsiMoBaHi abo Ha NoKpaLLeHHS dYHKLiT MITOXOHAPI, ab0o Ha NiKyBaHHSA HACNIAKIB MITOXOHAPIaNbHOI
AMCOYHKLIT 32 4ONOMOro aHTMOKCUAAHTIB i 3ac00iB, L0 NOKpaLLyoTh MeTaboni3M. Ha cTaaii mocnimkeHb nepebyBatoTb reHHa
Tepania 1 iHribiTopu noainy MiToxoHApin. Hap3suyaiHa kniHivyHa, reHeTMYHa Ta 6ioxiMiuHa MiHAMBICTb MEPBUHHUX MITOXOHAPI-
ANbHMX 3aXBOPIOBaHb Y MOEAHAHHI 3 HEBEIMKOIO Ki/IbKiCTHO MALLIEHTIB i YACTOK BiACYTHICTIO aAeKBAaTHUX AOKNiIHIYHMX Moaenei
06MEXYH0Tb BU3HAYEHHS KOPUCHMX KNiHIYHUX pe3ynbTaTiB i po3pobneHHs edheKkTMBHOI Tepanii.

K/TIOYO0BI CJZI0OBA: MiTOX0HApIi, MITOXOHAPiaNbHA AMHAMIKA, MeTaboi3M, FOMe0CTa3s, MiITOXOHAPIabHI 3aXBOPHOBAHHS, NiKyBaHHS.
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ABSTRACT. Mitochondria are organelles surrounded by a double membrane consisting of outer and inner membranes, an
intermembrane space, and a matrix. Mitochondria are involved in a variety of biochemical processes: the synthesis of most
of the adenosine triphosphate, the synthesis of fatty acids, the formation of intracellular reactive oxygen species, antioxidant
control, oxidative phosphorylation, redox regulation, thermogenesis, the regulation of ionic (calcium in particular) homeostasis,
participation in various biosynthetic pathways, and many others, that is why mitochondria are considered the center of cellular
metabolism. Mitochondria require constant renewal and replacement of their components for proper functioning and undergo
continuous processes of fission, fusion, mitophagy, and transport that determine the morphology, quality, quantity, distribution,
and function of mitochondria in cells. Pathology associated with mitochondrial dysfunction can be hereditary or acquired.
Primary mitochondrial diseases can arise from mutations in mitochondrial and/or nuclear DNA genes encoding electron
transport chain proteins. Secondary mitochondrial dysfunction can accompany many hereditary pathological processes
unrelated to oxidative phosphorylation, and can be acquired because of adverse environmental influences that can cause
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oxidative stress. Treatment of mitochondrial diseases is a difficult task, as it is currently practically only symptomatic. Most
therapies are aimed either at improving mitochondrial function or at treating the consequences of mitochondrial dysfunction
with antioxidants and agents that improve metabolism. Gene therapy and inhibitors of mitochondrial fission are under
investigation. The extreme clinical, genetic, and biochemical variability of primary mitochondrial diseases, combined with
the small number of patients and the frequent lack of adequate preclinical models, limit the identification of useful clinical

outcomes and the development of effective therapies.

KEY WORDS: mitochondria, mitochondria dynamics, metabolism, homeostasis, mitochondrial diseases, treatment.

MiToXoHAPIT — Le BUCOKONMACTUYHI Ta AMHAMIYHI, KpU-
TUYHO BaXXNUBI ANs KNiITUHHOrO MeTaboniamy opraHenu. Mpo-
TATOM OCTaHHbOIO AECATUAITTS POSib MITOXOHAPIM BUiALWINAG 32
MeXi TUX 3aBAaHb, IKUMMU Lii OpraHenu ictopnyHo BigoMi. He-
WOoAaBHI NPOTEOMHI AOCNIAXKEHHS BUCBITAUAN HAA3BUYANHY
CKNAZHICTb OpraHizauii MiToxoHapianbHMx 6inkKiB, Wo Bif06-
paXa€ YMCNEHHI Ta pPi3HOPIAHI MITOXOHAPiIaNbHi QYHKLII.
Y MiToxoHApiax BinbyBaeTbcs 6e3niy BioxiMiyHMX Npouecis:
CUHTE3 BiNbLIOi YacTUHM aaeHo3MHTpudochaTy (ATD), cnHTe3
XMPHUX KUCNOT, YTBOPEHHS BHYTPiLUHBbOKTITUHHUX aKTUBHUX
dopM kucHio (ADK), aHTMOKCUMAAHTHUI KOHTPO/b, OKUCHE
docdopuntoBaHHs (OXPHOS), okncHo-BiAHOBHA perynauiq,
TepMoreHes, perynauis ioHHoro (kanbuito (Ca?*) 3okpema)
roMeocTasy, y4acTb Yy pi3HUX BiOCUHTETUYHUX Wngxax i 6arato
iHWKMX, TOMY MITOXOHAPIi BBaXXaOTbCS LLEHTPOM KNITUHHOIO
MeTaboniamy. Y MiTOXOHAPIAX YTBOPIOKOTLCS MPOMIXHI pe-
rynaTopHi NPOAYKTU, BXXNMBI 419 yNpaBAiHHA KNITUHHUMU
dyHKUigMM Ta DeHOoTMNY, A TAaKOX NepefaBaHHS CUrHanNIB
disionoriuHmx peakuii [1, 2].

MitoxoHapii matoTb BnacHy OHK (MTOHK), ska dyHkuio-
HaNbHO KOOPAMHOBAHA 3 94epPHUM reHOMOM. [Ins cknagHux
MONEeKYNSIpHUX NPOLECiB, SK-0T pennikaLig, TpaHCcKpunuis,
06pobneHHs Ta perpagauia PHK, TpaHcnauia Ta cknafaHHs
KOMMNEKCiB AMXaNbHOTO NaHLOra, Wo BiadyBatThCa BCEpe-
OWHI MITOXOHAPIN, NOTPiOHI YncneHHi 6inku, 9Kki KoAyHTbCS
AApOM. 3 iHLWOoro 6OKy, ekxcrnpecis MiTOXOHAPianbHUX reHiB Bi-
Lirpa€e BaXNUBY posib y 3B93KY MiXK MITOXOHAPIAMK Ta SAPOM,
a TakoX cnpusie perynauii disionorii kniTMHK [1]. MiToxoH-
[ApianbHMI NpoTeoM cknapaeTbes 3 noHag 1200 tunie Ginkis,
3pe6inbworo kopoBaHux saepHoto OHK (sAHK), 3 pisHoma-
HITHUMKM PYHKLiSMKM, BaraTo 3 9KMX BIZHOCHO fobpe BigoMi,
Hanpuknaa 6inku, Lo peryntoTb MITOXOHApPianbHKIA BioreHes
abo anonTos, TOAI SK iHWI BCe e A0CAIAXKYHTbCS YN NoTpe-
6ytoTb ineHTUdiKauii [3].

Mpouec 3MiH Mopdonorii, KiNbKOCTi Ta NONOXEHHSI MIiTOXOH-
Lpif B €yKapioTUYHMX KNITUHAX BU3HAYAETbCA IK MiTOXOHAPI-
anbHa gMHaMika. BoHa € HeobXiaHOK AN HaneXHoro GyHK-
LiOHYBaHHS KNiTUH, BUPOONEHHS eHeprii M iHWMX KNHYOBUX
MpOLECiB, IK-OT pyX, AndepeHuiaLlisi, KNITUHHUIA LMKA, CTapiHHA
 anonTo3. [opyLueHHs perynauii MiTOXOHApiafbHOI AMHAMIKK
€ OLHMM i3 K/IFOYOBMX MEXaHi3MiB NaToreHe3y pi3HOMaHITHUX
nopyLeHb i TICHO NMOBY3aHi 3 HU3KOK NATONOrYHMUX CTaHIB,
AK-0T MeTabonivyHi XxBOpo6u, AMChYHKLIN IMYHHOI CUCTEMM,
HelponereHepaT1BHI po3nagm Ta pak [2].

MerToto ui€i po60TH € BUBUEHHS pONi MITOXOHAPII Y HOPMI
Ta NpuW NATONOrii, @ TAKOX MOX/IMBOCTEW NiKyBaHHS MITOXOHAPI-
aNbHUX 3aXBOPIOBAHb 3riAHO 3 AAHWMU NiTepaTypu.
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CrpyKTypa MiTOXOHAPIH, MiTOXOHApia/IbHAa AMHaMIKA
Ta KniTMHHa QyHKuUia

MiToxoHApii NOTpebyoTb NOCTIMHOIO BiAHOBNEHHS 11 3aMiHM
CBOIX KOMMOHEHTIB A/151 HANEXHOro QYHKLiOHYBaHHS, NPOXOasTb
6e3nepepBHi Nnpouecy Noainy, 3nuTTa, MiTodarii Ta TpaHCnopTy,
SKi BU3Ha4aroTb MOPdONOTito, SKiCTb, KiNIbKiCTb, PO3MOAIN, @ TAKOX
(hYHKLi0 MITOXOHAPIN Y KNiTUHAX. 3aBASKM MITOXOHAPIanbHIN
OMHAMILI 3 MITOXOHAPIM MOXYTb 6YTW BUAANEHI MOLIKOAXKEHI
KOMMOHEHTN 360 HEMOBHOLLIHHI OLMHML MOXYTb BYTV MOBHICTHO
yCyHeHi MiTodarieto, wob 3anobirtm NofanbliOMy BPaXKEHHIO
KNiTUH. MigTpuMaHHs 6anaHcy MiTOXOHApianbHOI AMHAMIKK €
K/IOYOBUM AN ONTUMANbHOIO YHKLIIOHYBAHHS MITOXOHAPIM
i noni KniTMHW. KoxkeH eTan MIiTOXOHApianbHOI AMHAMIKK pery-
JIOETHCA KACKaAAMM CUTHANbHUX WNAXiB [2].

MiToxoHApii — Le opraHenu, OTo4eHi NoABiMHO MeMbpa-
HOHO, LLLO CK/1AAAK0TbCS i3 30BHILUHBOI Ta BHYTPILLUHBbOI MeMBpaH,
MiXXMeMBpaHHOro NpoCcTopy M MaTPUKCY. 30BHILIHS MIiTOXOH-
LpianbHa MeMbpaHa (3MM) - ue ninigHuit Giwap, SKuii oTouye
BCIO MITOXOHAPIt0. BOoHa cknafaeTbes 3 pi3HUX ninigis i 6inkis,
SKi MaloTb BUPILLasbHE 3HAYEHHS ANs ii CTPYKTYpM Ta QYHKLU.
OCHOBHMMMU NiNiZHUMKM KOMMNOHeHTaMu 3MM € docdoninian,
AKi CTAaHOBNATb NPMOAM3HO ABi TPETUHU 3arafbHOrO BMICTY
ninigis MmembpaHu. OgHMM i3 KNHOYOBUX NpuU3HaYeHb 3MM
€ bapepHa QYHKLiA MiX MITOXOHAPIAMM Ta LUTONNA3MOM0,
a TaKOX TpaHCNopT MeTaboniTiB i iOHIB y MiTOXOHAPIi abo
3 HUX. 3MM Bepe y4acTb y pi3HOMaHITHUX BHYTPIiLUHbOKI-
TUHHUX CUFHANbHUX LWNSIXaX i MiCTUTb YCi BiNKM Ta Monekynu,
wo 6epyTb y4acTb Y MITOXOHAPiaNbHiv auHaMiui [2].

BHyTpilwHsa MiToxoHapianbHa MembpaHa (BMM) - ue ayxe
3BMBWCTA MepeTUHKa, SKa YTBOPIOE iHBariHauii, KOTpi Ha3u-
BalTbCA KPUCTAMM Ta NPOCTATAOTbCS TMUMOOKO B MaTPUKC.
Lli kpucTtn 3abesneuytotb Hinbluy niowy NOBEpPXHi Ta Npo-
CTip N9 MaTpUKCY, WO AA€ 3Mory edeKTUBHILLE 34iiCHIOBATH
OXPHOS. HaviBaxnuBilot i3 uux dyHKLiN € BupobneHHs ATO.
KomMnnekcu enekTpoH-TPaHCMOPTHOrO NIaHLOra, iHTerpoBaHi
y BMM, nepeHocaTb enekKTpOHM 3 BigHOBNEHMX cybCTpaTiB
[0 MonekynspHoro kucHto. Kpim toro, BMM mae BupiwanbHe
3HauYeHHsa ana romeocrtasy Ca?', reHepalii Ta KOHTPONO BUPO-
6nenHs ADK i Bigirpae BaxmBy ponb y perynsuii anontosy [2].

MixkmeMbpaHHuit npoctip (MMT1) - HaliMeHLwa Ta HankbinbL
3BY)XEHA YaCTMHA MITOXOHAPIN. MMIT BUKOHYE pi3Hi PYHKLII,
O pobUTb MOro OAHMM 3 HAMBAXKAMBILUMX NiLKOMNAPTMEHTIB
y MiToxoHAapisx. MMIT Ma€ WKpoKuin cnexkTp WAaxis iMnopry
6inkiB, HeobXifAHUX Ang niaTpumanHs MTAHK, anonTo3y Ta npo-
CTOpPOBOI CTPYKTYpH 6inkiB. OkpiM TOro, GepmMeHTH, NPUCYTHI
B LLbOMY NPOCTOPI, BiANOBIAAOTb 3@ KaTani3aLilo yTBOPEHHS
AMcynbdiaHUX 3aB’A3KiB, 9Ki € KNIOYOBUMU ANS NPaBUIbHOI
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NPOCTOPOBOI CTPYKTYpW Ta CTaBiNbHOCTI 6araTbOX MITOXOHAPI-
anbHUX i cekpeTopHux Binkis. MM perynio€ KniTMHHY CUrHani-
3aLit0 WASXOM KOHTPOJTIO TPAHCNOPTY KasbLito Ta BUPOBIEHHS
ADK, a TakoX Biflirpae BaIMBY posib y npouieci anonTosy [2].

MpocTip, 06MexeHnn BMM, HazMBAETLCSA MITOXOHApPiab-
HUM MATPUKCOM, IKMIM 3aNOBHEHMWI PiAMHOLD, LLO MiCTUTb pi3Hi
npoaykT1 MeTaboniamy, bepmMeHTH, pubocomu, 6inku, a Takox
MTAOHK. Moro ocobnunBa cTpykTypa Ta cknag 3abesneuyioTb
YMOBM [/19 Pi3HOMaHITHMX BioXiMiYHMX peakLiit, ak-oT 6io-
cuHTe3 6inkiB i ninigis, umkn Kpebca, OXPHOS i pennikauisa
MTAHK. OcHOBHa (yHKLig MaTpUKCy nongra€ y BUpobneHHi
ATO® yepe3 OXPHOS wnsxom GopMyBaHHS NPOTOHHOI pyLili-
HOi cunm no BcboMy MMI1.Y MaTpuKci kaTabonism BYyrneBoAiB,
ninigis i 6inkiB BigOyBaETHCA Yepes UMK TPUKApOOHOBMUX
kucnot (LITK) ta noganswe OXPHOS, wo npr3BoauTs A0 YTBO-
peHHsa AT®. OkpiM BUpOGNeHHs eHeprii, MaTPUKC peryntoe
TPaHCMOPTYBaHHA BiNKiB [0 MITOXOHAPIN, NiATPMMAHHS iOHHOTO
6anaHcy Ta BuaaneHHs AOK. MaTpukc MicTUTb cneundiyHi
TpaHCNopTepw, IK-0T MiTOXOHAPIaNbHi NePeHOCHWKM NipyBaTy
" TpaHaiokasu ATO/ALD, aki faoTb MoOekynaM 3Mory pyxa-
TUCS B MIiTOXOHAPIiI Ta 3 HMX. OKpiM TOro, MaTpMKC MiCTUTD Lia-
NepoHu Ta NpoTeasu, WO KOHTPOIOKTb MPOCTOPOBY CTPYKTYPY,
CKNaaHHS, KOHTPONb SKOCTI ¥ AerpagaLito 6inkis [2].

MiToxoHapianbHuii nofin — ue 6aratoetanHuii npouec
po3LenneHHs ofHiei MiToxoHapii Ha agi. Mpouec noginy Bia-
O6yBaETbCA NepeBaXKHO B Micusax, Ae 3MM 3ByXyeTbCs yepes
noniMepm3aLlito akTMHY abo B3aEMOLI0 3 €HA0MIA3MaTUYHUM
petukynymoM (EP). Mogin 3abe3neyye KOHTPOSb SKOCTI LUASXOM
YCYHEHHS nopyweHnx abo ANCHYHKLIOHANbHUX MITOXOHAPIN
i cnpusie anonTosy [2].

3nUTTS MITOXOHAPIM OXOME KiNbka eTaniB, MOYMHAETLCS
3 akTMBaLii AMHeiH-acouinoBaHux 'MMa3 Ha 3MM i BMM, nicna
yoro BiabyBatoTbCs 31MTTA 3MM, iHAYKOBAHE riAponi3oM ryaHo-
3uHTpUdocdaty (MD), nogansbue 3n1utTa BMM i, HapewwTi, 3Mmi-
LUYBAHHS BHYTPILUHbOMITOXOHAPIaNbHUX KOMMNOHEHTIB. 3AUTTA
MITOXOHAPIN po36aBnse ANCPYHKLIOHANbHI BiNKM Ta MyTOBaHY
MTOHK wngxom 3milyBaHHS MiToxoHApianbHUX 6inkis, MTAHK
1 iHWMX KOMMOHEHTIB MaTPUKCY AN NiATPUMAHHS OLHOpPiAHO-
CTi MITOXOHAPIW i QYHKLiOHaNbHOI cTabinbHoCTI. [MopyleHHs
npowuecy 3/UTTS PYMHYE CTPYKTYPY MITOXOHAPIN i cnpuyn-
HSIE CEPMO3HI KNITUHHI AedeKTU: 3MEHLWEeHHS Ta 36iNblweHHS
po3MipiB, 3MiHy dopmu (chepu abo oBanwu), dparmMeHTaLito
MITOXOHAPIM, HUXKUYMIA NOTEHLian MITOXOHApPiaNbHOI MeMOpaHU,
ocnabneHy AmMxanbHy akTMBHICTb | BUpobneHHs AT®, Lo, CBOEKD
4eproto, MpUrHivye nponipepadiio KNitnH [2].

MiTodaria € CKnagHUM i AUHAMIYHUM MPOLLECOM, IKUI BU-
6ipkoBO BMAanse aMchyHKUiOHanbHi abo 3aiBi MiToXoHApIT
LWNaxoM aBTodarii, € KNKYOBMM ANS KOHTPOJH SK KiNbKOCTI,
TaK i IKOCTi MiTOXOHAPIN. Ha nepliomMy eTani AUCOYHKLIOHANbHI
260 NOLIKOKEHI AINSHKM MITOXOHAPIN iAeHTUdIKYIOTbCS Ta BU-
6ipkOBO OXOMOKOTLCA NOABIMHUMKU MeMBPaHHKUMU aBTOdaro-
coMamu. Ha apyromy - aBToarocomu 3nnBaroTbCs 3 N1i30C0-
MaMMu, yTBOPIOKOTb aBTOMi30COMM, Aie MOLIKOIKEHI MITOXOHAPIT
pYyMHYOTbCA rifgpona3amu. MopyweHa MiTodaris cTocyeTbCs
He3AaTHOCTI KNiTUH ePeKTUBHO yCyBaTH AUCHYHKLiOHANbHI
MITOXOHAPIT, WO NPMU3BOAUTb A0 iX HAKOMMUYEHHS 1 Nopy-
LIEHHS MITOXOHAPiaNbHOI QYHKLIT Ta KNITUHHOMO roMeocTasy.
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Lle sBuMLLEe TiICHO NOBYI3aHe 3 Pi3HOMAHITHOK NATONOTIE, AK-0T
HelipoaereHepaTUBHI Ta cepLEeBO-CyAMHHI XxBopobu [2].

MiToxoHApianbHWI TPAHCMOPT — NPOCTOPOBUIA PO3MOAIN
MITOXOHAPIN, € KPUTUUHUM AN BUCOKOMONSPU30BAHUX KIi-
TUH, SK-OT HEWPOHWU. HelpOoHU CKNafaTbCs 3 TPbOX Pi3HUX
LiNSHOK: COMM, LOBIOro akCOHAa Ta AeHAPUTIB. AKCOHanbHUM
TPaHCMOPT, PyX MiTOXOHAPIN Bif COMM [0 AUCTANbHOIO aKCOHa,
30iMCHIOETBCS 33 LOMOMOIOH 3aKpinaeHNX Ha MiKpoTpyboyKax
KiHe3nHy-1 i AMHETHOBUX MOTOPIB, TOAI SIK PeTPOrpagHuin pyx
MITOXOHAPIN (0O COMM) OpraHi3oBaHWUM LMUTOMNA3MATUUYHUM
KOMIMIEKCOM AMHEIH-AMHAKTUH. HanpsMok pyxy MiTOXOHAPiv
Y KNiTUHI BU3HAYa€eTbCs 6aNaHCOM CUNT MiXk MOTOPHUMMU Ta SIKip-
HUMK Binkamu, obnaea 0LHOYACHO NpUCYTHI Ha 3MM opHiei
KOHKpeTHOT MiToxoHApii [2]. Mirpauis MiTOXOHAPIN y380BX
MiKpOTpy60O4KOBOrO LIUTOCKENETHOro anapary cnpuse 3abesne-
yeHHo AT® y nokani3oBaHUX AinsgHKax, Wo notpedbytoTb Hioxi-
MiyHoi eHeprii [4]. MiToxoHApianbHa AMCHYHKLIS, CMPUYMHEHA
abepaHTHMM MITOXOHAPIaNbHUM TPAHCMOPTOM, iAEHTUDIKYETBCS
SIK OAMH 3 BXJIMBUX NATOreHHMX (aKTopiB HerMpoaereHepaTmB-
HWUX po3nagis i paky [2].

MiToxoHAapianbHa AMHaMiKa peryntoe KNiTMHHMI MeTabo-
Ni3M. IcHye Kopensuis Mk 6anaHcom noTpebu i noctavaHHs
eHeprii Ta CTPYKTYpor MITOXOHAPIN. Konu KniTUHU BupoLly-
I0TbCS B CEpefoBuLLAX, BaraTMX Ha MOXWMBHI PEYOBUHU, BOHM
4acTo AEMOHCTPYHOTb hparMeHTOBaHI MiTOXOHAPIT 3 MOpYyLUeH-
HaM OXPHOS, 3HmxeHoto KinbKictio MTOHK Ta nigBuweHum
BUpo6aeHHAM ADK. 3 iHworo 60Ky, MiTOXOHAPIT B KNiTUHAX,
o BifYyBatoTb AediLuT NOXKMBHMUX PEYOBUH, 3a3BMUYAN 3a-
NMLWAKTBCS MOB'A3aHUMM NPOTATOM TPUBANILLIOrO Yacy, M-
TpuMytoTb BUcokoedekTnHuii OXPHOS i niaBuLieHwii piBeHb
AT®. Taka apanTaui, Wo BKIYAE 3MiHM BioeHepreTUYHOI
edeKTMBHOCTI Ta 34aTHOCTI A0 cuHTe3y AT®D, nos'3aHa 3 pe-
MOLENIOBAHHAM apXiTEKTYPU MITOXOHAPIN. MiToXOHApianbHe
LiNeHHs, cnpuumHeHe aediuntoM MiToPy3mHy abo 3HUKEHHAIM
akTMBHOCTI [TMa3u, NposBASETbCS SK MeTaboniuHa AMCHYHKLS,
a came npurHiveHHs OXPHOS, 3HnxeHHs cuHTe3y AT, BUCHa-
xeHHa MTAHK Ta nigsuwweHwnin piseHb AOK, ski 6epyTb yyacTb
y Pi3HMX NATONOrYHMX CTaHax. | HaBNaku, 3MUTTS MITOXOHAPIN
npotuaie MeTaboniyHUM NOpPYLIEHHSM, FTOJIOBHUM YUHOM LWINS-
XOM nocuneHHs rerepauii OXPHOS i AT®, a Takox 3anobiraHHs
MiTodarii MiToxoHAapin [2].

Pyx KniTMH € dyHAaMeHTaNbHUM NS KiNbKOX Pi3HMX
acnekTiB di3ionorii, IK-0T piCT TKAHWH, 3arOEHHA PaH, IMYHHUNI
3aXUCT, eniTenianbHo-Me3eHxiManbHui nepexig, (EMI) Ta npo-
Liecu, NoB9I3aHi 3 MeTacTa3yBaHHAM 3/105KiCHUX MYX/MH. 3a Mir-
pauii KNiTMH MITOXOHAPIT nonspu3yoTbcst B Bik anikanbHOi
YaCTMHM, [ie BOHM 3a6€e3MneYyroTb eHEprito 415 PEMOAENOBAHHS
aKTMHOBOrO uuTockeneta. [loaii noadiny Ta 3AUTTA MITOXOH-
[piii Ha NepeAHbOMY Kpatlo MakoTb BUPIiLIANbHE 3HAYEHHS AN
JIOKani3oBaHOI KanbLiEBOI CMrHanisauii, aka HeobxiaHa ans
CnpsIMOBaHOI Mirpauii. Konu enitenianbHi KNiTUHKU 3a3HatoThb
EMTI1, BOHM BTpayatoTb CBOI MXKKNITUHHI 3€AHAHHS T NONSIpU-
3aLito 11 HabyBatoTb GEeHOTUMNY Me3eHXiMU. Y pe3ynbTaTi pakosi
KNITUHW 30aTHI nerwe BTOPraTucs Ta MeTacTasyBaTu. TpaHCc-
NOPT IMYHHWUX KNITUH OXOMNJIOE Pi3Hi aCnekTH, SK-0T Mirpauis,
IHQINbTPaLIs Ta XOYMIHT, WO TAKOX PeryntoeTbCs 3MiHEHO
LMHAMIKOIO MITOXOHAPIN [2].
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OudepeHuiauia KNiTMH - Le npouec, 3a LONOMOroK SKOro
CTOBOYPOBI KNITUHM TPAHCPOPMYIOTLCA B CMeLiani3oBaHi TMnu
KNITUH 3 YHIKaNnbHUMKU QYHKLIOHANbHUMUK BNACTUBOCTSAMM.
MeseHximManbHi cToBbypoBi kniTMHM (MCK), Wwo noxopats 3 pis-
HUX CMOMYYHWUX TKAHWH, — Lie YHiBepCabHi CTPOMasbHi KNITUHU,
30aTHI AMbEPEHLLIIOBATUCS B Pi3HOMAHITHI KNITUHHI NiHii, SK-0T
octeobnactu, apMnouuTi Ta Miobnactu. Mig 4ac agunoreHesy,
npouecy andepenuiaunii MCK B agunoumntu, BindyBaeTbcs ne-
peMUKaHHS MITOXOHAPIANbHOI AMHAMIKM Big, NOAINY A0 31UTTS.
lNpwu ocTeoreHesi cnocTepiraeTbCs BUCOKA WBMAKICTb reHepawii
Manux, pparMeHTOBaHMX MITOXOHAPIN, ockinbkn MCK gude-
peHLitoTbCs B 0cTe0bnacTu, WO BKa3ye Ha Binblumni noain
MiTOXOHAPIN. [Tpobnemun perynsuii h aHoManbHa MiTOXOHAPI-
aNnbHa AMHAMiKa NpM3BOAATb 4O MOPYWeHHs andepeHuiauii
OCTEOKNACTIB, L0 MOXE CMPUYMHATH PO3BUTOK OCTEOMOPO3Y.
Y Mipy amdepeHuiauii HaiBHMX T-KNiTUH B eeKTOpHI T-KAiTUHK
iXHS MiTOXOHZpianbHa Maca Ta BUpobneHHs AT® 36inbLuytoTbCs,
L0 € BAX/IMBUM 11 EHEPFOEMHOIO NPOLLECY aKTUBALLiT IMyHHOI
BiANOBIAi Ta BUp0ONeHHS UMTOKiHIB. DOPMYBaHHS ePeKTOPHMX
T-KkniTMH NoTpebye akTMBALi WNSXiB MITOXOHAPianbHoOro 6io-
reHesy, SKi CNpUSOTb CUHTE3Y HOBMX MITOXOHAPIN, HEOOXiAHMX
NS NOCMNIEHHSA KNITMHHOrO MeTabonismy [2].

Y npoueci KNiTMHHOTO LMKy MOpdOoris, po3noain i dyHk-
Lis MITOXOHAPIM 3a3HalOTb AMHAMIYHMX 3MiH. Konu KniTuHa
nepebyBae y dasi G1 cBoro noginy, Mitoxonapii 6epyTb yyacTb
y npoueci 3n1TT4, Wwo 3abe3neyye CTBOPEHHS po3ranyxe-
HOi B3aEMOMOBA3aHOI Mepexi KaHanbLiB, SKi BiANOBIAAOTb
3a cnpuaHHa OXPHOS i reHepauito AT®. Y Mipy nepexoay
KNiTUH y S-dasy MiToxoHApii 3a3HaloTb NOAINY, CTBOPHO-
l0Tb PYX/IMBIiLWi MITOXOHAPIT, AKi MOXYTb ByTH po3nogineHi
MiX LOYIpHIMM KNiTMHAMKM nig Yac MiTto3y. Cnig 3a3HauunTy,
WO mif Yyac MiTo3y NoAin gonomarae BM6ipkoOBO BUAANATH
NoLKoAXeHi abo AnchyHKLiOHanbHi MiToxoHApii. Llei npouec
rapaHTye: nnwe 340POBi MITOXOHAPIT NepenarTbcs AOYipHIM
KNIiTUHaM, LLLO 3MEHLLYE PU3MK OKCUAATUBHOIO CTPECY T FeHOM-
Hoi HecTabinbHOCTI [2].

AnonTo3 - MexaHi3M 3anporpamMoBaHoOi KNiTUHHOI CMepTi,
dyHOAMeHTanbHUIA Npouec Ans KNiTMHHOrO roMeocTasy Ta 3a-
XWUCTY Bif iHDeKLii. MiToxoHAapii BigirpatoTb BUpillanbHy posb
nig, Yac iHidiauii anonToTMYHOI ha3un, CeKpeTyrTb MPoanonTo-
TUYHI MONIEKYIN, aKTUBYHOTb Kacmasu i iHAYKYHOTb KOHAEHCALL0
Ta ¢parmeHTauito xpomocom. [pouec anonTo3y Npu3BoAUTb
[0 pi3Koi peopraHisaii MiTOXOHAPiIaNbHUX MEPEX Y TOYKOBI
chepu, a He B [OBri B3aEMONOB3aHi KaHanbLi. ANONTOTUYHI
KNITUHWU LEMOHCTPYIOTb BUCOKE CMiBBiAHOLIEHHS NOAINY/3NUTTS,
TOMY BBAXAETbCS, LLO MOAIN € BAXIMBOK YaCTUHOK anonTosy [2].

Ycynepey cyyacHil oorMi nigpyyHuKiB, Ska ONUCYE MiTO-
XOHAPIT K OKpeMi opraHenu, MiTOXOHAPIT YyTBOPHOKOTbL AUHA-
MiYHi Mepexi BCcepeauHi eyKapioTUUHMUX KNITUH, Ui B3aeMogii
[3aloTb MITOXOHAPISM 3MOry CNiNKyBaTUCS BCEPEMHi Mepexi.
YncneHHi KNITMHHI NpoLecu perynrTbCs NOCTIMHUM nepe-
XPECHWUM 3B'I3KOM MiXX MIiTOXOHAPISIMU M iHWMMK KNITUHHUMM
KOMMOHeHTaMu. MiTOXOHAPIT MOXYTb HaBiTb MEPETUHATU MeXi
KNiTWH y NpoLeci, BiLOMOMY SIK FOPU30OHTANbHWUIA MITOXOHAPI-
anbHUI nepeHoc [3].

KOHTaKTM MIiTOXOHAPIN 3 eHA0NNAa3MaTUYHUM PEeTUKYNY-
MoM (mitochondria-endoplasmic reticulum contact - MERC)
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ABNA10Tb coboto crneuianizoBaHe Micue B3aemoaii Mix EP
i MiTOXOHAPIAMU, CNYTYOTb PyHAAMEHTANBHOK NAaTGOPMOI0
AN YUCNEHHUX KNITUHHUX DYHKLIR, SK-OT FOMeocTas KasbLito,
meTaboni3Mm ninigis, perynauia ¢epmentis LTK, pemoaento-
BaHHA MeMOpaH, MiTOXOHAPianbHUI NOAIN i 3AUTTS, anonTo3
i aBTodaria. MERC € BaxxnuBMMM CTpYKTYypamu ana nepepa-
BaHHS CUIHANIB | TPAHCMOPTYBAHHS PEYOBMH MiX ABOMA opra-
Henamu, a nopyleHHs cuctemu MERC noB'a3aHi 3 pisHOMaHIT-
HMMK xBopobamu [5].

MopyweHHa perynauii MiToxoHApianbHUX GYHKLIiR 3ane-
XXWTb Bif, MOPYLIEHHS MIiTOXOHAPIaZbHUX FeHIiB Ta iHWMWX YWH-
HMKIiB, SK-OT NOCTTPAHCIALIMHA MoaMdiKaLia MITOXOHApiab-
HUX 6inkiB. ochopuntoBaHHS 3a3BMYAN BUKOPUCTOBYETHCS
B MiTOXOHApisXx abo ans mogudikauii dyHkuin 6inkie, abo
ONs akTMBaLii GyHAAMEHTaNbHUX CUTHANBHUX LUNSXIB, 9K yce-
peauHi, Tak i nosa MiToxoHapigmu [1]. YHacnigok uboro TKa-
HWHW/OPraHU 3 BUCOKOK MeTaboniYHOK aKTUBHICTIO Ta 3aneX-
HicTto Big, OXPHOS, sk-0T MO30K, CEpLEBUIA | CKENETHUI M3,
€ OCHOBHMMM rpaBLsMU NopyLleHb QYHKLIT MiTOXOHAPIN [4].
Maronoris, nos’3aHa 3 nopyweHHaM yHKLiT MiToXoHAPIH

Matonorig, noBM3aHa 3 NopyweHHAM QYHKLii MITOXOHAPIN,
MoXe ByTu cnafkoBoto Ta HabyToto. ToMy Ans onucy natonorii
MITOXOHAPI BUKOPUCTOBYHOTBCS TEPMIHU KNEPBUHHE MITOXOH-
npianbHe 3axBoptoBaHHA» ([TM3) Ta «BTOPUHHA MITOXOHAPI-
anbHa auchyHkuig» (BMI) [6]. DyHKuUig MiTOXoHApiN nepeby-
BAE Mifg NOABIMHUM reHETUYHUM KOHTPOSIEM — MITOXOHApianb-
HOro reHoMy po3MipoMm 16,6 K6, 9Kui MiCTUTb nuwe 37 reHis,
i aAepHOro reHoMy, iK1t koaye pewTy npnbansHo 1300 binkis
MiTonpoteoma. MiToxoHApianbHa AMCHYHKLIS MOXE BUHUKATH
yepes pedektn abo MTOHK, abo saepHMX MITOXOHAPIaNbHUX
reHIB, i MOXe MPOABNATUCSA B AUTUHCTBI UM LOPOCIOMY Billi
3i 3HAYHOK KNiIHIYHOK FETEPOreHHICTIO M YPaXKEHHSAM OQHOro
OpraHa/TkaHuHu Yn B6aratbox cuctem [7]. M3 MOXyTb BUHK-
KaTu yepes myTauii B reHax MTOHK Ta/abo a[HK, wo koay-
H0Tb GiNKKM NaHLOra eneKTpoOHHOro TpaHcnopTy. Ha npotuBary
ubomy, BM[] Moxe cynpoBomxyBaTu 6arato naTonoriyHux
npouecis, He acouinoBaHmx 3 OXPHOS, sk-oT cnagkoBi XBo-
pobu 3 MyTaLisaMK B reHax, Wwo He noss3aHi 3 OXPHOS. BMLL
TaKOX MOxe ByTM HabyToK BHACNiLOK HECMPUSTAMBOIO BM/IMBY
[OBKIiNNS, KOTPUI MOXe CMPUYMHUTM OKCUOATUBHUIA CTpec.
OcTaHHin Moxe npussectu Ao 3MmiH MTAHK, wo cnocrepira-
I0TbCA NPU CTApiHHI, 3aNanbHUX peakuisix, NPUAMaHHI MiTo-
TOKCMYHMX npenapartiB Towo. OTxe, BM[, moxe 6ytn cnaa-
KoBO abo HabyTolo, L0 € BaXIMBOK BiAMiHHICTIO Big M3,
AKi MOXYTb ByTW Nnwe ycnagkoBaHMMK. Po3pisHeHHs Toro,
YM € MITOXOHAPiIanbHa AUCPYHKLIS CNAgKOBOK YM HabyToOw,
€ HaA3BMYAMHO CKNAAHMM 3aBAAHHAM [6].

MepBUHHI MiTOXOHApiaNbHi 3aXBOPIOBaHHSA

M3 € 04HUMU 3 HAMMOWMPEHILWNX YPOLXKEHUX NOPY-
WweHb MeTabonismy i3 yactototo ~1:4000, wo npm3BoaaTb A0
NleTanbHUX HACNiIAKIB NPOTArOM MepLUOro AeCATUNITTS XKUTTS.
Ha cborogHi BusBneHo natoreHHi BapiaHT noHag 300 reHis,
AKi cnpuunHaoTe NMM3, npu uboMy deHoTMN nauieHTa Ae-
MOHCTpYE AediunT y TKaHUHAX, 9Ki NoTpebyTb BUCOKOrO
piBHS MeTaboni3My, Wo NpU3BOAUTL A0 HerpoaereHepadii,
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HepBOBO-M930B0i AMCTPO@ii, KapaiopecnipaTopHoi HepocTaT-
HOCTI Ta TSXKKOr0 OKCMAATUBHOIO MOLUKOAXKEHHS. 3i 3HAa4YHOH
reTepOoreHHICTIO 9K y MOAensx yCcnaakKyBaHHS, Tak i y disio-
NOTIYHUX NPOSBaX, Li CTaHW CTBOPHOIOTb YiTKi TPYAHOLWI ANn4
LinecnpssMoBaHoi MeflMKkaMeHTO3HOi Tepanii, ie edeKTUBHI
TepaneBTUYHI 3aX04M 3a/IMLIAOTECS HEAOCSHKHUMU B KNTiHIYHIM
npaktuui [4].

KOHKpeTHi po3nafam MoXyTb iCTOTHO BiApi3HATUCS: HANpK-
Knaf, nowupeHi po3naau, inaykosaHi mytauismu MTAHK, oxon-
JIIOI0Tb XPOHIYHY MPOrpecmMBHyY 30BHIiWHIO odTanbMONAerito,
cuHapom KepHca - Ceiipa, cnagkoBy ONTUYHY Helponartito
Ne6bepa Ta MiToxoHApianbHy eHUedanomionatito 3 NAKTaTHUM
aAUMO030M I IHCYNbTONOAIOHMMM eni3ofaMu, TOLI SK CUHAPOM
Jli, TaxKe HeWiponereHepaTusHe M3, cnpuymMHeHuit nepe-
BaxxHO MyTauiamu B s[AHK. OgHak BaxnuBo, WO 3aranbHUM
heHOTUN NauieHTa NOAIOHUI ANs pi3HMX TUNIB MyTauil i Mo-
[leneit ycnaakyBaHHS, ie MA30Ba CnabkicTb, HelpoaereHepa-
Liq, aTakcis, kapfiomionatis M odTanbMoNoOrivyHi aHoManii €
NowMpeHUMM 03HakaMmu. [lereHepauis TKaHWH/OpraHis., Wo ne-
XWTb B OCHOBI UMX GEHOTUNOBMX 3MiH (TOBTO B M'13ax, MO3KY
Ta cepLi), BUHMKAE 3HAYHO MipOI0 Yepe3 MITOXOHApPianbHy He-
DOCTaTHICTb | HEA,OCTATHICTb EHEepreTUYHOro 3abesneveHHs [4].

BropuHHa MiToXoHApianbHa AucPyHKLiA

Mepenik He-NM3-po3naaiB i NAaToONOriYHUX NpOLECIB,
AKi BKNOYaoTb BM/, NOCTiMHO 3pOCTaE, OCKiNbKM HayKOBL
pobnsaTb nepani 6inblue BiAKPUTTIB, WO 6arato XxBopob noss-
3aHi 3 PyHKuUieo MiToxoHApii. BM[, MMoBipHO, HabaraTo no-
wmpeHiwa, Hix MM3 [6].

MitoxoHpapianbHi 3axBoptoBaHHs 6e3 nopylweHHs OXPHOS
He MalTb 03HaKM AUCHYHKLIT GepMeHTIB AUXaNbHOrO NaH-
utora, npoTe noe’a3aHi 3 aedektamm dbepmenTiB umkny Kpebea
4yu TpaHcnopTy kodakTopis [7]. Wupokui cnekTp miona-
Tilt | M930BKUX aucTpodin Mae Baromi gokasu BM[. Mpwukna-
[aMu € cniHanbHa Ma308Ba atpodis, MionaTia betnema, atakcis
Opigpeiixa, cnagkoBa cnacTMyHa napanneris, xsopoba Binb-
COHa. [laToreHeTUYHi MexaHi3MK Npu LMX CTaHAX OXOMKKTb
BUCHaxeHHS MTHK, nopyLlieHHs perynsuii NpOHUKHOCTI MiTo-
XOHApiN i pedekTHy aBTOodarito [6]. MyTauii B reHax, Wwo pery-
JIIOKOTb 3IUTTA TA NOAIN MITOXOHAPIN, siK-0T MFN2, Drpl i Opal,
3HAYHOK MipOK CMPUYUHSAKOTb PO3BUTOK Pi3HUMX HEBPOJOTiY-
HWUX 3axBOpIOBaHb. 30kpeMa, xBopoba Lapko - Mapi - Tyta
! aBTOCOMHO-AO0MiHaHTHa aTpodis 30pOBOro HepBa € reHe-
TUYHUMM 3aXBOPHOBAHHAMM, MOBA3aHUMM 3 MITOXOHAPIANbHOK
ancdyHKuieto [2].

XpoMOCOMHI aedekTM MoXyTb npussectn o BM[ yepes
nopyLleHHs poboTH S4EepPHUX FEHIB, WO KEPYIOTb MITOXOHA-
piamu. CuHapom JayHa (CL), abo Tpucomisa-21, € ogHUM 3 pe-
Nnpe3eHTaTUBHUX XPOMOCOMHUX PO3/1afiB, MOBSI3aHUX 3 MiTO-
XOHApianbHOW AnchYHKLiE. XpoMocoMa-21 MicTUTb reH,
wo kopye Cu,Zn-cynepokcuaauncmytasy (COL). 3'eaHaHHs
nopatkosoi konii SOD1 np13BOAUTb 4O OKMCHO-BIAHOBHOMO
amcbanaHcy yepes HagMmipHy ekcnpecito Cu,Zn-CO/, wo cnpu-
YMHSAE OKCUOATUBHUI CTpeC Yyepes HaLNUWKOBe BUPODBNEHHS
ADK MmiToxoHapiamu. MyTauii reHa SOD1 i BM[ Takox MatoTb
[LOMIHAHTHWIA HEraTUBHWUIA BMN/IMB HA NaToreHes 6iyHoOro amio-
TpodiuHoro ckneposy [6].
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3Ha4YyHa KinbKiCTb YPOLXKEHUX MOpYyLeHb MeTabonismy
BKtoYae BM/[ gk yactuHy cBoix eHoTuniB. TMNOBMMM NpUKAa-
[aMK € METUIMANIOHOBA Ta NPONIOHOBA auMaypii, NOPYLEHHS
OKMCNEHHS XMPHUX KUCIOT, NOPYLIEHHS CUHTE3Y MypUHiB/Nipu-
MiAMHIB, NOPYLIEHHS LMKy CEYOBMHMU, SK-OT apriHiHOSIHTapHa
aumaypis, cnpMunHeHa fediuntoM niasu, Ta 6arato iHwmx [6].

MiToxoHApii BBaXaTbCS KPUTUHYHUMM KOMMOHEHTAMMU
BPOKEHOT IMYHHOI BiZnoBiAi. IMyHHa cuctema noTpebye 3Hau-
HOi KinbkocTi eHeprii, ATO® HeobxigHa AN QYHKLIOHYBAHHS
HeWTpodinis i T-KNiTUH, @ TAKOX A1 Npe3eHTaLii 1 06pobku
aHTureHiB. Iig Yac cMcTeMHMX iHDeKLi iIMyHHa cucTeMa BUTpa-
Yae BeNIUKY KinbKicTb AT® ang po3BWTKY 3ananbHOi peakii. 3a-
nanbHi peakLuii NpM3BoaSTb A0 KaTaboniaMy Ta BUCOKMX TEMMIB
cnoxuBaHHg AT® yepe3 MacoBe BMBINIbHEHHS Npo3ananbHUX
LMTOKIHIB. Y NEBHUI MOMEHT, AKLWO CNOXunBaHHA AT® gocuTb
BMCOKe, MOXe po3BMHYTMCS BM/[I, ocobnunBo akwo iHpekuis
TSKKA, @ iIMyHHa BianoBifAb cunbHa. OgHaK, SKWO ocoba BXe Mae
nonepenHo BM/[, MiToxoHAapii MoXyTb 6yTv He B 3M03i 3a40-
BOJIbHWUTM [OAATKOBI NOTPebu; Le NpM3BOAUTb A0 HE3AATHOCTI
3abe3neynTn fOCTaTHIO KiNbKicTb AT® A9 OCHOBHOI KNTITUHHOI
(YHKLUi, LLO CNPUYMHSE HEBPONOTiYHUIA perpec. Helipoperpecis
B KOHTEKCTi iHDEKLii € 03HAKOK MITOXOHApPiIasbHMUX 3aXBOPHO-
BaHb, KOJIM HEPiAKO BUHWMKAKOTL TSKKI Ta HABiTb Hebe3neuHi ans
XUTTS YCKNaLHEHHS 3 iHTEPKYPEHTHO iHbeKLi€eto [6].

[pu aBTOIMYHHMX 3axXBOpPIOBaHHAX BUTpaTH AT® ioyTb
Ha GOpMyBaHHS iIMYHHOI BiAMOBIAI MPOTH BNACHUX TKAHWH Op-
raHiamy. BM[1 6yno 3a80KyMeHTOBaHO Npu pisHMUX aBTOIMYHHMUX
npoLiecax, SK-0T po3CisiHWi cknepo3. ABTOIMYHHI XBOPO6H LLKipK,
SK-OT BY/IbrapHa nyxupyaTka Ta BOBYak, NOBA3aHi 3 NiaBULLEHNUM
piBHEM aHTUMITOXOHAPIANIBHUX aHTUTIN, LLLO MOXE 3YMOBUTU
3MiHM eHepreTMyHoro Metaboniamy MitoxoHapii. ba Ginbuie,
fedeKTHi MITOXOHAPIi MOXYTb NPU3BECTM [0 aBTOIMYHHOI aKTy-
BaLlii 3 yTBOpPEHUX HEONENTUAiB i HelipoaereHepauii [6].

3MiHeHa MiToXxOHApianbHa AMHAMiKa € OCHOBHMUM Mif-
IPYHTSAM HeWpoaereHepaTUBHUX PO3NaAiB y pasi xBopobu
AnbureiiMepa (XA) Ta xBopobu lMapkiHcoHa (XI1). IcToTHOtO
XapaKTepUCTUKO MITOXOHAPianbHOI AMHAMIKK € 3nUTTH/
NoAin i po3nofin MiTOXOHAPIM NO AEHAPUTHUX LWMIUKAX
Yy HEMPOHAX i CMHancax, Wo NigTPUMYE CUHANTUYHY QYHKLIO.
MpurHiveHHs dparmeHTaLii MiTOXOHAPIM NPU3BOAUTb A0 3MEH-
WEHHS KOHLUEHTPaLIii MITOXOHAPIM Y AEHAPUTHUX LWKMMMKAX
i 3MEHLUEHHS CUHANTUYHOTO PO3BUTKY, TOAI IK CTUMYNOBAHHS
noiNny Cnpuse yTBOPEHHIO cuHancis [2]. HeliponereHepaTuBHi
XBOPOOW XapaKTepu3yTbCs BTPATOK HEWPOHIB Ta iXHIiX [0-
MOMIXHUX CTPYKTYp, SIK-OT Mi€NiH. B ocHOBI uMx po3nagis €
nedekTn KoMyHikauii B MERC, 3meHwWweHHs winbHocTti MERC,
MIiTOXOHApPiaNbHa AUCOYHKLIS, 3MEHLLIEHHS MOMIMHAHHS iOHIB
KanbLilo MITOXOHAPIAMM Micns iX BUBINbHEHHS 3 EP i 3MiHe-
HUIA NinigHKWiA 06MiH [5]. HelipoTokcuHuM # MyTauii, noBa3aHi
3 X[, iHAYKYIOTb MITOXOHApPiaNbHY AMCHYHKLIO, WO CAPUYMHAE
€KCrnpecito MIiENOiAHMMMU KNiITUHAaMK Npo3ananbHUX MeaiaTo-
piB, sK-0T cybcTpat iHdnamacomu pro-IL-13 Ta MikpornianbHa
iHdnamacoma NLRP3 [8]. PaHHi pocnipkeHHs eTionaToreHesy
XTI nokasanu, Wo MiToXoHApianbHa AUCPYHKLIS, HAKOMUYEHHS
6ifka Ta CTapiHHSA € OCHOBHMMM YUHHWKAMU PO3BUTKY XBOPOOM.
laeHTUdikauia Kinbkox ciMen, 9Ki LeMOHCTPYIOTb MEHAEN B-
CbKWIA TUM YCNAAKYBaHHS, Ta LOCNIIKEHHS BNIM3HIOKIB Hafanu
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[l0Ka3M1 Npo BHECOK reHeTuKM B po3suTok X[, o 3aBepLumnnocs
npubansHo B cepeamHi 1990-x pokiB BiAKPUTTAM NepLuoro
reHa, nosa3aHoro 3 X[, a came a-cuHykneiny (SNCA). Hacryn-
HUMUW pOKaMu MOMEKYNSAPHA XapakTepucTuka nauieHTis 3 XI1
Ta iXHiX cimMeli npu3Bena Ao ineHT1dikalii KinbKox reHis, noe’s-
3aHMX i3 3aXBOpPOBAHHAM. [lesiki reHn nos'a3aHi 3 MeHaenis-
CbKMM TUMOM YCMAAKYBAHHS, TOAI SK iHWIi 36iNbWyTb pU3MK
po3BuTKy X1 3i cTapiHHam [9].

XA 3a3BMYalt CynpoBOAXKYETLCS HAKOMUYEHHSAM aMinoia-
Horof-nenTuay Ta rinepdocdopunboBaHoro t-6inka, 3MiHO0
CUTHany ioHiB KanbLit, 3HUXEHHAM perynsuii Kinbkox TUniB
ninigie, 3ananbHOK peakLieto 1 anonTo3oM. Yci Ui 3MiHK noB4-
3aHi i3 ueHTpoM curHanisauii MERC [5]. MitoxonapianbHa auc-
dyHKLiS MOXe BiAirpaBaTv NepBMHHY poJib NPUHAWMHI B Mia-
rpyni nawuienTis 3i cnopaanyHoto XA.Y HociiB aBTOCOMHO-L0Mi-
HaHTHMX MyTaLiv y pasi XA, Ae nepBuHHY posb BiAirpac Wsx
npodinto 6iomMapkepis, NOBYI3aHUIA 3 aMinoiAOM, NOPYLLEHHS
eHepreTMyHoro obMiHy € iHBapiaHTHOI 03HAKOM, WO nepe-
LYE KNiHIYHOMY noyaTky xBopobwu. Lle cBigunTb, WO MiTOXOH-
ApianbHa AMCOYHKLUIS Bifirpa€ BMLLY posb, X04a M BTOPUHHY
o0 iHWKMX hyHAAMEeHTanbHUX Noaiv XA, B onocepenkyBaHHi
1 NOCMNEHHI HeMpoHanbHOI AMChYHKLIT Ta HelipoaereHepauii.
He3anexHo Bif TOro, uu Biairpae MiToxoHapianbHa AUChYHKLIS
NepBUMHHY UM BTOPUHHY POJib, MOPYLLIEHA MITOXOHAPianbHa 6io-
eHepreTuka, NiaBULLEHUA OKCUAATUBHUI CTPeC i MopyLIeHuH
MITOXOHAPIaNIbHUI TEHOM € NOCTIMHUMM 03HAKAMKU MITOXOH-
LpianbHUX aHOManii y pasi XA, aKi B3aEMOLIOTb OLMH 3 OLHUM
Ta yTBOPHIOOTb WKiAAMBE Kono natoreHesy [10].

XBopoba laHTiHrToHa (XN - ue nporpecuBHe aBTOCOMHO-
DNOMiHaHTHe HelponereHepaTMBHE 3aXBOPIOBAHHS, KOTpe Xa-
paKTEPU3YETLCS KOTHITUBHUM 3HUKEHHSIM, PYXOBOK AUCHYHK-
Li€l0 Ta NCUXiYHMMU po3nagamu. X[ CNpUUYMHSETBCS PO3LUK-
peHHsiM CAG-nosTopiB y reHi HTT, wo npu3BoaMTb 4O BMPO-
61eHHs TOKCMUYHOro MyTaHTHOro 6inka HTT (mHTT) i aHomanin
MTOHK. MiToxoHapianbHa AMCOYHKLIS NOPYLIYE rOMeocTas
KanbLiito, eHepreTMYHUit 0OMiH i 36i/bLLYE OKCMAATUBHUI CTpeC,
O 3YMOBJIIOE HEMPOHaNbHY AMCHYHKLiI0 Ta 3arnbenb KNiTuH
3a uiei xsopobu [11].

lMpu paky MiTOXOHAPIT KepYHOTb KilbkOMa KNITUMHHUMU Npo-
Lecamu, KpUTUYHO BAXKJIMBUMM A PO3BUTKY NMyXSIMHU. MeTa-
6oniyHe nepenporpamyBaHHs AA€ PAKOBUM KiTMHAM 3MoOry
BMKOPUCTOBYBATM aepobHUI1 rnikonis, MeTaboni3am rnyTamiHy
Ta 3MiHM NiNigis, NiATPMMYBATU HEKOHTPOIBLOBAHMI PiCT, BU-
XXMBAHHA Ta CTIMKICTb A0 NiKYBaHHS. [eHETUYHI 11 enireHeTUYHi
3minn B MTOHK i a[A1HK nopywytote OXPHOS, anHamiky LITK
1 OKMCHO-BifHOBHUI rOMe0CTas, CTUMY/OKTb OHKOFeHHY Mpo-
rpecito. MiToxoHapianbHa AUCHYHKLIS B NyXIMHAX € AyXe
reTeporeHHo, BNIMBAE Ha peHoTUNM XBOPOO i peakLii Ha ni-
KYBaHH$ Pi3HUX TUNIB paKy. Y MiKPOOTOUYEHHI MyXJIUHU Mi-
TOXOHAPIT CYTTEBO BNIMBAKOTL HA iIMYHHI BiANOBIAi, MOAYNOOTL
BMXXMBAHHSA Ta QyHKLIit0 T-KNITUH, nongpusauiio Makpodaris,
LUMTOTOKCUYHICTb NK-KAiTUH i akTMBaLito HelTpodinie. BoHu
TaKOX 0MocepenKoBYHTb QYHKLIT CTPOMaNbHUX KNiTUH, 0C06-
nmMBo y dibpobnactax, NOBA3aHMX 3 PakoM, Ta eHA0TeNianbHUX
KNiTMHax nyxaunum [12].

HewonasHi gocnifxXeHHsa MOKasanu TiCHWUIA 3B'A30K MiX
MERC i cepueBo-cyauHHUMK XxBopobamu. MopyLieHHs QyHKLT
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06po6eHHS KanbLito MITOXOHAPISMU 11 anonTo3, CNPUYMHEHI
QHOManNbHOKO PerynsLi€r0 iOHIB KanbLiito, BBAXAKTHCS KOYO-
BUM (DaKTOPOM BUHWMKHEHHS CEPLLEBO-CYAMHHMX 3aXBOPIOBAHb.
3930k Mix MERC i cepLeBo-CyAMHHUM peMOAEeNtoBaHHAM €
[BOHanpaBneHuM. [OrMMHAHHA KanbLito BaxnuBe A4 nig-
TPUMaHHS HOPManbHOI QYHKLIT KapaioMiouMTiB. lOHM KanbLito
MatoTb MPOMTU KiflbKa KPUTUUHMX PEryNSaTOPHUX eTanis vyepes
MERGC, i 3MiHM Ha KOXXHOMY eTani MOXyTb CPUYMHUTM 3HAYHI
MeTaboniyHi abo anonToTUYHI fedeKTn B KapAioMioumuTax.
Hanpuknag, nigsuweHa 6ausbkicte EP-MiTOXOHApilt MOXe
36iNbWKTU KiNbKiCTb MOMNMHAHHA KanbLil0 MITOXOHAPIAMMU,
TUM CaMUM aKTUBYHOUM 3B'A30K 36YAKEHHS — CKOPOYEHHS
Ta crnipusoun cuHtesy AT® y kapaiomioumTax [5].

MopyweHHs dyHKLUIT MiTOXOHApPIM 6yno BU3HAYEHO
SK K/IOYOBY XapaKTepuUCTMKy cepueBoi HepgocTaTHocTi (CH),
WO 3MeHIWYE cuHTe3 AT®, 36inblye yTBopeHHs ADOK i npu-
3BOAWTb 10 3HUXKEHHS €HEepronocTayaHHs KNiTUH cepLeBoro
M'13a, NOPYLUEHHS CKOPOTIMBOI (YHKLii Ta nporpecyBaHHs CH.

Lepani 6inbwe pocnifXeHb NoKasywTb, WO Henpa-
BU/IbHE 3/IUTTA Ta MOAIN, HEBeNMKa dparMeHTalis 1 aenons-
pu3auii MiTOXoHApiM nocuntooTb po3suTok CH. Ctumynsuis
MiTOXOHApianbHOro 3n1MTTS 3anobirae 3aroctpeHHio CH [2].
LlykpoBuii giabeT - Le xpoHiuHe MeTaboniuHe 3aXBOPIOBaHHS,
L0 MOXKe MPU3BECTM A0 LUMPOKOro CNeKTpa YCKNaAHeHb. 3 Ai-
abeToMm i Wioro ycknagHeHHsMu noea3aHi MERC. MitoxoHapi-
anbHa AMCDYHKLIS 1 NOpYLWEHHS roMeocTasy finiaie Ta ioHiB
KanbLiito 3a3BMYal NOBA3aHI 3 IHCYNiIHOPE3UCTEHTHICTIO 1 ANC-
byHKUi€ B-KNiTUMH. JocnimKkeHHs nokKasanu, Wo MIiTOXOHAPI-
anbHa AMchyHKLiA Ta nopyleHHa B EP € kntoyoBuMK npuun-
Hamu piabeTnyHoi kapaiomionatii [5].

HeankoronbHa xupoBa xBopoba nediHku (HAXXIT) oxonntoe
HM3KY 3aXBOPHOBaHb, L0 MPOSIBAAOTLCS MNATONOTIYHUM BifKNa-
LEHHSIM XXMpPY B NeYiHui 3a BiACYTHOCTI HAAMIPHOIO BXMBAHHS
ankoronto B aHamHe3i. [Mpu HAXXI cnocTepiraersea niaguLLeHui
MOTiK XXMPHWUX KMCNOT Yy renatoumTax, Wo npm3BoamnTb 40 36inb-
LEeHHS iIMNOPTY W OKUCIEHHS XXMPHUX KUCIOT Y MITOXOHAPISX.
Cnoctepiraetbcs nigsuileHe yteopeHHs HAOH i ®ALH2 uepes
OKUCHEHHS$ XXMpHMX KnanoT i LITK. Mpu oMy yacTka BUCOKOeHep-
reTUYHUX ENIEKTPOHIB BUTIKAE 3 IAHLIIOrA TPAHCMOPTY €N1EeKTPOHIB
i MOxe 6e3nocepenHbO pearyBaTi 3 KUCHEM Ta YTBOPOBATH Cyne-
POKCUAHI pafuKany BcepeamHi MiToxoHapin. ADOK noLuKomkyoTh
MiToxoHapianbHy MembpaHy Ta MTHK. AOK € npo3ananbHumum,
OCKifIbKM BOHW MOXYTb aKTUBYBATH siaepHuii dpaktop kB Ta ci-
MeICTBO peLenTopiB, NOAIGHUX A0 HYKNEOTUA03BS3YBaIbHOMO
oniroMepu13aLifHoro 4oMeHy — iHdnaMacoMmy, Wo MiCTUTb Mipu-
HoBwi fomeH-3 (NLRP3), ansg crumynsuii BupobneHHs 3ananbHUX
LMTOKIHIB, Ik-0T IL-13, IL-6 i dbakTOp Hekpo3y nyxinH-o. Y pesynb-
TaTi MOHOUMUTK NepudepuyHOi KpOBI 1 iHWI KNITUHU IMYHHMX
MepiaTopiB peKpyTyTbCs A0 MAapPeHXiMU MeYiHKM, WO NpU3Bo-
[UTb [0 3ananeHHs Ta NoAasbLIOro NOCUIEHHS OKCUAATUBHOMO
CTpecy, a TakoxX akTuBaLii knitnH Kyndepa i Hekpo3sy renatouu-
TiB. OTKe, MiTOXOHApianbHa AMCHYHKLISA € OCHOBHUM (DaKTOPOM
3ananeHHs NeyviHku1 Ta renaTouentonspHoro Hekpontosy [13].
Crparerii Ana nikyBaHHA MiTOXOHAPiaIbHUX 3aXBOPIOBaHb

JlikyBaHHS MITOXOHApPianbHMUX 3aXBOPIOBAHb € CKNAAHUM
3aBJaHHSM, OCKiIbKM HAa CbOrOAHI BOHO MPAKTUYHO € NuLle
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CUMMNTOMATUYHKUM. BinbluicTb MeToAiB Tepanii cnpsMoBaHi abo
Ha NoKpalleHHs QYHKLIT MITOXOHAPIN, abo Ha NiKyBaHHS Ha-
cnigkiB MiToxoHapianobHoi ancdyHkuii. Okpemi MmeToam ni-
KYBaHHS CMpPsSIMOBAHI Ha 36inblieHHa cybCcTpaTy AMXanbHOIO
NaHUora, MOCUNEHHS NEPEHOCY eNeKTPOHIB Yy AUXaNbHOMY
naHutory um cnpoby 6ioximMiyHoro 06xoay NEBHMX KOMMIEKCIB
AMXanbHOro naHutora [14].

Mpu MiTOXOoHApianbHIM aMCHYHKLUIT MOKa3aHO di3nYHI
BMPaBM Ta TPEHYBAHH4, WO MOKPALLYOTb OKMCAOBANbHY
3paTHicTb. Di3nYHi TpeHyBaHHA nocuniooTb HioreHes MiTo-
XOHAPIN (Yepe3 wnsaxu, wo BkavatoTb PGC-1a Ta PPAR),
nokpauytTtb npouec OXPHOS i MmoaynoTb AMHAMIKY Mi-
TOXOHApiN (3nutTa/nogin) [15]. Cnig yHMKATH NpU3HaYeHHs
npenapariB 3 MiTOXOHLPia/IbHOK TOKCUYHICTIO: CTepoiai.,
AHTMPETPOBIPYCHMUX, aMIHOTNIKO3UAHUX aHTUBIOTHKIB, Basb-
npoesoi Kucnotu [14].

Heski meToam nikyBaHHA AMCHYHKLIT MiTOXOHAPIN cnps-
MOBaHi Ha MOCWUNEHHS KOMMOHEHTIB AMXaNbHOrO NaHLIra
Ta NOKpaLLeHHs NMepeHoCcy enekTpoHiB. [lo npenaparTis, gki
NMOCKIOKTb TPAHCMOPT eNIEeKTPOHIB Ha Pi3HMX PiBHAX AMXaNb-
HOTO laHLora, HanexaTb KoeHsuM Q, , inebeHoH i pubodnasiH.
Jlikapcbki 3acobu, cnpssMoBaHi Ha 36iNblIEHHS [OCTYMHOCTI
cybcTpaTy AMXanbHOro NaHLOra, BKIOYAKTh TiaMiH, KapHITUH
i CUHTETUYHUIA areHT guxnopaueTart [16]. Jeski 3acobu, wo su-
KOPWUCTOBYHTLCS ANS NiKYBaHHS MITOXOHAPiaNbHUX PO3NaLiB,
CNpsSIMOBaHi Ha 3MEHLEHHS BMAMBY TOKCMYHMX MeTaboniTis
3a 4ONOMOro aHTMOKCUAAHTIB. [10 HUX HanexaTtb LMCTEIH,
BiTaMiH E, ninoesa kncnota Ta N-auetunumcrein [14]. Docnin-
XXYBaHWI npenapaT 3 aHTMOKCMAAHTHOW akTUBHicTio EPI-743
(BaTWKIHOH) — Le aHanor napa-b6eH30XiHOHY, IKMI1 NpUBAN3HO
B 1000-10 000 pasis noTyxHilunit 3a koeH3num Q10 abo inebe-
HOH Y 3aXMCTi MITOXOHAPIM Bifg oKCMAATUBHOIO cTpecy. EPI-743
Ma€ 3[4aTHiCTb 3B13yBaTMCS Ta MOAY/NHOBATU OKCMAOPEAYKTA3MH,
O NPM3BOAUTbL A0 NPUTYNIEHHS EKCMpecii reHiB enemMeHTa
QHTMOKCUAAHTHOI BiAMOBIiAl, 36iNbWeHH BUPOONEHHS BiA-
HOBJ/IEHOTO MYTaTiOHY Ta MOKPALLEHHS OKUCHO-BIAHOBHOMO
cratycy [17].

[lns 06xoay KOMMNOHEHTIB AMXANbHOrO NaHLora 3acrtoco-
BYIOTb CyKUMHAT, BiTaMiH C Ta BiTaMiH K y dopMi MeHazioHy.
KpeatuH, akui 3€aHyeTbesa 3 pochaToM y MiTOXOHAPISX 3 YTBO-
peHHaMu hochokpeaTuHy, aie sk 6ydep ong ATO. Bin cnyxutb
[KepenoM BUCOKOEHEPreTUYHOro GocdaTy, WO BUBINbHAETHCA
nif 4ac aHaepobHoro metabonismy [14]. MoHoriapaT kpeaTuHy
€ OJHi€l0 3 HaWLLMpLLE BUKOPUCTOBYBAHUX XapyoBUX fL06aBOK
cepepn aKTUBHUX NIOLEN i CMOPTCMEHIB, @ TaKOX MOXe CNyry-
BaTV TepaneBTMYHMM 3acob0oM. KpeaTuH NoKpalLLye LOCTYMHICTb
BMUCOKOEHepreTuyHmnx GocdaTis, @ TaKoXK MA€ aHTUOKCUAAHTHY,
HeMpo3axmCHy Ta KasbLi€eBO-romeoctaTuury aii. Lli xapaktepu-
CTUKM MOXYTb MaTW NPSIMUIA BNMB HA KNITUHHY BioeHepreTuky,
BMXXMBAHHS Ta 3L0POB MIiTOXOHAPIN, 0cOBAMBO Mif Yac cTpe-
COBWX CTaHiB, fIK-OT iweMis 1 Tpasmu [18].

[nsa nikysaHHa BM/] 3acTtocoBytoTb npenapaTy, Wo Bhau-
BAlOTb Ha MeTaboniaM okcuay a3oTy. ApriHiH, HaniBHe3aMiHHA
aMiHOKMCNIOTA, Lo Bepe y4acTb Y pocTi, AeTOKCUKALLT CEYOBUHM
Ta CUHTE3i KpeaTuHy, BUpOONSE OKCUA a30Ty, SKUIN MA€E Hell-
poMefiaTopHi 1 CyAMHOPO3LWMPIOBabHI BNACTUBOCTI. 3aCTo-
CyBaHH$S L-apriHiHy nigBuLLYyE aKTUBHICTb MIiTOXOHApPiaNbHOT
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umToxpoM-C-oKcnaasu, 3HUXKYE piBeHb Lutoxpomy Cy uuTto3oni,
niasuwye piseHb AT, 3MeHLWYye GparMeHTaLito Ta BiJHOBIOE
YNbTPACTPYKTYPHI 3MiHM MiTOXOHAPIM [19].

be3zadibpart, aroHicT peuentopa, akTMBOBaHOro npornide-
patopom nepokcncoM (PPAR), Skuit kepye MITOXOHApPiaNbHUM
6ioreHe3oM, po3rnagaroTb 9K GapmaLeBTUYHKIA 3acib, Wo no-
Kpalllye MiToXoHApianbHe AnxaHHa. BiH nokpatlye BUpobneHHs
HeripoHanbHoro AT®, nocuntoe OXPHOS y MiToXxoHApianbHOMyY
cTpec-TecTi, nokpalye 6asanbHe auxaHHa 1 ATD-noB3aHe
amxanHs [20].

Pecsepatpon (3,5,4-TpurigpokcuTpaHccTunbbeH) — Le npu-
POLHUIA KOMMOHEHT, MPUCYTHIN Y HU3bKMX KOHLLEHTpaLiax
y WKipui 4epBOHOro BMHOIpasy Ta A06pe BMBYEHMI LLOAO
Oro 34aTHOCTI aKTUBYBATU CUPTYiHM, 9k-0T SIRT1 y ccaBuiB.
CupTyinn BigirpatoTb BaxnuBy ponb y nponidepalii MiTOXOHA-
pil, 36iNbLUYIOTb AaKTUBHICTb MEPOKCUCOMHOrO nponidepaTop-
HOro akTmMBaTopa y-koaktuaatopa-la (PGC-1la). PecBepatpon
CNpUsiE peaueTunoBaHH W aktmeauii PGC-1a, «ronosHoro
perynaropa» MiToxoHApianbHoro 6ioreHesy. Y disionoriyHo
BiANOBIAHUX KOHLIEHTPALISIX pecBepaTpo NocNaboe MiTOXOH-
ApianbHUI OKCMOATUBHMI CTpeC B eHAO0TeNianbHUX KNITUHAX,
Lo pobuTb BHECOK Yy LuTONpoTeEKLito [21].

TepaneBTMuHi 3ac06M Ha OCHOBI CipkoBOAHIO (H,S) MatoTb
NoTeHLiaN NiKyBaHHA MaLi€HTIB, OCKiNbKM BOHM MOXYTb BU-
CTynaTU MIiTOXOHApiaNbHUM CybHCTPATOM i NOCTTPAHCAALIN-
HWM PeryngaTtopoMm i MaTu TepaneBTUYHUI edeKT 3a BiKOBMX
MITOXOHAPianbHUX AMCOYHKLIN | HeMpoaereHepaTUBHUX Mi-
TOXOHAPIaNbHWUX 3aXBOPtOBaHb. H,S Moxe cTUMynoBaTn Mi-
TOXOHApianbHe AMXaHHS, 36inblyBaTM BUPOGNEHHs eHeprii,
MITOXOHAPianbHY dYHKL0 Ta 3MEHLWYBaTH 3arnbenb KNiTuH [4].

Ha cTapii po3pobneHHs nepebysatoThb iHribiTOpM noginy
MITOXOHAPIN. IHribiTopn AMHamiHonoB3aHoro 6inka-1 (Drpl) -
Le TMN XiMIYHUX CNONyK, AKi MOXYTb 610KYBaTM aKTUBHICTb
Drpl i nepewkoaxatn oro HaneXxHoMy QYHKLIiOHYBaHHIO.
Lli iHri6iTopn abo pitoTb 6e3nocepenHbO Yepes BMIWUB
Ha [T®a3Hy akTMBHICTb Drpl, abo nopyLuyoTb B3aEMOAI0 Mix
Drp1l i rioro 38'a3yBanbHMMK Binkamu. byno pospobneHo Ta go-
CNigpKytTbCs Kinbka iHribiTopis Drpl (Mdivi-1,P110, Dynasore,
ekceHaTma i DRP1i27) wopo ix noTeHUiMHOro BUKOPUCTaHHS
B NiKyBaHHi pi3HMX MeTaboniyHux posnagis [22].

Ha cborofHi BMBYAKOTLCSA MOXNMBOCTI reHHoi Tepanii
npu MNM3. Jo HUX HanexaTb NiAX0AM L0 3aMiHM reHiB Ha OCHOBI
peKkoMbBiHaHTHOro af4eH0aCoLIMOBaHOro Bipycy Ans po3nagis
A0EPHUX TeHiB, YAOCKOHANEHHS HyKeas, fKi pyMHYTb MO-
nekynu MTOHK 3 natoreHHWMM BapiaHTaMu, SK-0T eDeKTOpHi
HyKfieasu, NofibHi 4O aKTMBATOPIB TPAHCKPUNLIi, HyKeasm
LIMHKOBMX NanbLiB i MeraHykneasu (Mito-ARCUS). Hapasi pos-
pobntoloTbCs TEXHONOTiT peAaryBaHHs reHis [23].

Yepes cknagHictb npobneMu MiToxoHApianbHOI AMC-
(dYHKLUIi Ta HEYCNIWHICTb NiKyBaHHSA XBOPUX, OKPiM BULLEHA3-
BaHWX Npenaparis, 4OAATKOBO AOCNIAXKYOTbCS TepaneBTUYHI
MOXMBOCTI iHWMX NiKapCbKMX 3aco0biB, IK-OT MENaToHiH,
rinpasoH M1, nyHikanariH, iHo3uH, debykcocTaT, po3urni-
Ta30H, BiTaMiH B3 (B Kinbkox Gopmax: HIKOTMHOBA KMUCAOTa
(HiauMH), HiIKOTUHaMIA | HIKOTMHaMIL pubo3na), rigpoKCUTU-
po30/, KBEPLLETUH, KYpKYMiH, FyTaTiOH, UMCTeaMiH, NinoeBa
KMcnoTa, 5-amiHoimigason-4-kapbokcamin puboHykneosua,
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iHribitopu docdopiectepasu 5-ro tuny (cunpeHadin, aBa-
Hadin) Ta iHwWi [24].

BucHoBok

MiToxoHApii € CKNalHO OpraHi3oBaHUMU opraHenamu,
LEHTPOM KNiTUHHOro MeTaboniamy, Npu NopyweHHi Hanex-
HOrO PYHKLiIOHYBAHHS KOTPUX BUHMKAKOTb MATONOTIYHI CTaHU
BpoXeHoro abo HabyToro reHesy. HagssumuanHa KniHivHa,
reHeTMYyHa Ta GioxiMiyHa MiHAUBiICcTb NMM3 y noeaHaHHI
3 HEBENMKO KifbKiCTIO NALIEHTIB | YAaCTOM BiACYTHICTIO agek-
BATHWUX AOKNiHIYHUX Moaeneit 0ObMexyTb MOLWYK KOPUCHUX

KNiHIYHWMX pe3ynbTaTiB i po3pobneHHs edeKTMBHOI Tepanii.
MocuneHHs MiToxoHApianbHOi dyHKLiT Ta BUpobaeHHs ATD
wngaxom hapmMakonoriyHoi CTMMynALii MiTOXOHApiaNbHOrO
6ioreHesy, MiTodarii, MiTOXOHApiaNbHOI ANMHAMIKM Ta AETOKCK-
Kauii AOK 3a 1oNoMOro aHTUOKCUAAHTIB MOXKeE CTaHOBUTU
3aranbHy CTpaTerito Ang NoMsaKweHHa abo NpuHaiMHI vacT-
KOBOI KOpPeKLii pi3HUX KNiHIYHMX Hacniakis. Xoya ui ctpaTerii
He BMpiWyTb NpobneMy B KOPEHi, BOHW B MpMHLMNI afan-
TOBaHi 40 BENMKOI rpynu MiTOXOHAPiaNbHMX 3aXBOPIOBAHb
i AMCPOYHKLLIT Ta MOXYTb OMOMOITU MOKPALLUUTU SKICTb XUTTS
nauienTis [24].
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