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C momeHTa oOHapy)eHus 3a00JIeBaHUH, CBSI3aHHBIX C MUTOXOHJIPUSIMH, CTAJIO SICHO, YTO UX
)IGCI)GKTI)I SABJISIFOTCSI  KIIFOUYEBBIM q)aKTOPOM B BO3HHUKHOBCHHH ITATOJIOTMYCCKHUX IMPOLUECCOB B
Pa3IMYHBIX OpraHax Hu TKaHIX.B HacToAmECEC BPEMS MHUTOXOHIApHUAJIbHAA MCIUIIMHA AaKTUBHO
pa3BHUBaeTCs, 3aHUMAasACh IMOUCKOM U pPa3pabOTKOW METONOB Tepamuu Uil JICYEHHs JIIoJeH,
CTPaJIalOIINX OT MUTOXOHAPUATILHBIX 3a00JI€BaHN, KOTOPHIE BCTPEYAIOTCS C 4acTOTOM 1 ciayyait Ha
10 ThICSU.

eab padoTsl

W3yunths pojb CTPYKTYpHBIX H3MEHEHHH, AUCHYHKIUNH MHUTOXOHIPUNA B MaTOreHe3e
3a00JieBaHMi U (aKTOPHI BO3AECHCTBYIOIINE HA PAOOTY MUTOXOHIPU.

Matepuaj 1 MeTOIbI

AHanyu3 HayyHBIX CTaThell OTEYECTBEHHBIX M JIUTEPATYPHBIX YYEHBIX C MOCIETYIOIIUM
00001IeHNEM U chCcTeMaTH3aIUel MoTydeHHON HH(pOopMaIiH.

Pe3yabTaTsl M 00Cy:K1eHHE

B nmocnemHee BpeMsi BakHOE 3HAUY€HHWE NpUOOpenH HUccienoBaHUs B oOnactu
MUTOXOHAPHAIBHON OHUONOTHH. DTO CBSA3aHO C IIUPOKUM MOHUMAHHEM POJIM MUTOXOHAPHUI B
pocre, nuddepeHIpoBke U GYHKIMOHUPOBAHUU KJIETOK OpraHM3Ma B HOpPME W IMPH IMaTOJIOTUU
[10].

Kak oprannoipl KJI€TOK 3yKapHOTOB, MUTOXOHIPHH UTPAIOT TJIABHYIO POJIb B 00pa3oBaHUU
sHeprun AT® B mpouecce TKaHEBOro MAbIXaHUs B OpraHu3Me. BpiaenseMasl >Heprusi HyKHa
KIIETKaM JUIsl UX JKU3HEAeATeNbHOCTH. B MuTOXOHApUAX mpoucxoauT mukin Kpebca, Tpancmopt
AJIEKTPOHOB MO JBIXaTENbHOHN IeMH, OKUCIUTEIbHOE (OCPOPUIHPOBAHUE, B-OKUCICHHUE KUPHBIX

KHCJIIOT, KapHHTHHOBBIf/'I uukia. HemanoBaxHbIMU (pYHKL[I/IﬂMI/I MI/ITOXOHI[pI/Iﬁ ABJISICTCA Yy4aCTUC B
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OCIKOBOM M JIMIUAHOM OOMeHe, OOMEHe HYKJICOTHIOB, XOJIECTepOja, CTEPOUIOB M BO
BHYTPUKJIETOYHOU curHaim3auuu [4,6].

MUTOXOHIpUY, SBISIOLUIMECS KIIOUEBBIMM OpraHe/UlaMH B KIETKE, OOJaJatoT JIBOMHOM
MEMOpaHHBII CTPYKTYpO#, COCTOAIICH M3 BHEIIHEH U BHyTpeHHEH MeMOpaH. [IpomMexxyTok Mexmy
3TUMH MeMOpaHamu (opMUpyeT MexXpMeMOpaHHOE IIPOCTPaHCTBO. BHyTpeHHssT MeMOpaHa
MUTOXOHJAPUN (QOPMHUPYET CKJIAJKH, U3BECTHBIE KAaK KPUCTHI, KOTOpbIE OTHAEISET BHYTPEHHEE
MPOCTPAHCTBO - MATpPUKC. JTa MeMOpaHa 00J1alaeT BBHICOKOW CEJIEKTUBHOCTBIO, MPEMSATCTBYA
CBOOOJHOMY TEPEMELICHUIO NMPOTOHOB BOJOPOJA, PA3JIMYHBIX KaTHOHOB M AaHHOHOB uepe3 HeE.
B npoiiecce nepenoca MosieKyl uepe3 MEMOpaHy YYacTBYIOT crieliupuueckue OeNKu-mepeHOCUHKH,
KOTOpBIE 00JIaaI0T CIIOCOOHOCTHIO K BEIOOPOYHOMY TIPOITYCKY BEIIECTB. ITa OCOOCHHOCTh UTPAET
OCHOBHYIO pOJIb B MOJJIEP)KaHUU W30MpaTeNbHOW NpOHHUIIAEMOCTH. BHyTpeHHsss MemOpaHa
MUTOXOHJPUI COJEPKUT (EPMEHTHI, Yy4YacTBYIOIIME B JAbIXaTEIbHOM [N, YTO SBISETCS
HEOTHEMJIEMON YaCThIO MPOIEcCa OKUCIUTENBHOTO (PochopuanpoBaHus. DTOT MPOLECC ABISETCS
OCHOBOI1 JU1sl cuHTe3a aaeHo3unTpudocdara (ATD), )KU3HEHHO Ba)KHOTO MCTOYHMKA SHEPTUU IS
KJIeTKU. BHyTpeHHee colepKUMOe MUTOXOHIpPUM, WM MaTpPUKC, BKJIIOYAeT B ce0s (pepMEHTHI,
mutoxoHapuanbHyto JIHK, pubocombl, paznuyHbie OpraHMYECKHE COCIUHEHHUS, HOHBI, UYTO
MOAYEPKUBAET HX MHOTO(YHKIMOHAJIbHOCTh M  BaXXHOCTh B  KJIETOYHBIX  IIpoleccax.
BuyTpukinerounas nokanu3amus, OWoreHe3 M OHMOIHEpreTMKa MHUTOXOHJAPHI B 3HAUUTEIbHON
CTETIEHH OTMPENENAIOTCS B3aUMOJICHCTBUEM MEXIy OSTHMH IpPOLIECCaMUd M TECHO CBSI3aHBbI C
(GhyHKIIMEH MUTOXOHAPUN U TOTPEOHOCTHIO KJIETOK B 3HEpru# [ 1,6].

B MexxmeMOpaHHOM MPOCTPAHCTBE HAXOMATCS OEIKU € MPOANONTOTHUYECKON aKTUBHOCTBIO.
OHu, npu HapylUIEHUH LEIOCTHOCTU BHEIIHEH MeMOpaHbl, NMEepeXoAiaT B LUTOILIa3My, 3amycKas
MIPOLIECC aroITO3a, KOTOPBIM MpPEICTaBisieT coO0M NMpOrpaMMHpPOBAHHOE YHUUTOMXKEHHE KIIETKU.
Koraa ypoBeHb CBOOOJHBIX pPagUKaioOB AOXOJUT JO KPUTHUUYECKOIO 3HAYCHMS, TO 3allyCKaeTcs
aronTo3 MUTOXOHJAPHUH (MHTONTO3). AINONTO3 KJIETOK YCHJIMBAETCS C BO3pPacTOM U BEIET K
JIeTeHEePaTUBHBIM M3MEHEHHSIM TKaHEeW M OpraHoB, HANPUMEP, HHBOJIOIUU TUMYCA, OCTEONOPO3Y
[2,3].

MUTOXOHAPUHM HACIEAYIOTCS IO MAaTEepPUHCKOW IUHUHM, TaK KaK OT clepMaTo3ouja B
AWLIEKJIETKY IONAJaeT TOJBKO €ro TI'€HETHMYECKUH MaTepuan, OCTAIbHBIE OPraHOMIbl - OT
SIMIIEKIIETKH.

MUTOXOHAPUAIBHBIM T'€HOM  YEJIOBEKAa IPEJCTABIECH KOJIBLIEBOM  JBYXLEMOUYEYHOU
monekynoi JIHK, cocrosmein u3z 16569 map nyxneorupos. JlnmHa mutoxoHapuansHoi JIHK
(mtJHK) coctaBnser oxomno 5 mxm. MTIHK komupyer ren mis 13 OenkoB - cyObeauWHUIL
komruiekcoB I, 111, 1V snextponHo-TpancnoptHoit nenu u AT®-cuHTaspl, 22 reHa TpaHCIIOPTHON

PHK (TPHK) u 2 rena pu6ocomansuoit PHK (pPHK). Kaxxnast MUTOXOHIpHS COAEPKUT MHOYKECTBO
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konuit MTIHK. KonmuectBo xonmit MT/IHK Bapeupyercst B pa3HbIX TKaHAX. Takum 00pa3om, JIeTKo
MpenBHUIIETh, Kak moTeps wneinoctHoctd MTHK moTeHIManbHO MOXKET HW3MEHUTh ()YHKIIHIO
MUTOXOHJIpUH [4].

I'enernueckuii KoJg MUTOXOHIpUN oTiiM4aercs oT snepHoro: B MTIHK demoBeka komoHbI
AYA u AVT xomupyroT aMHHOKHUCIOTY METHOHUH, YI'A - BMECTO TOTO YTOOBI OBITH CTOI-KOJJOHOM
- xogupyeT tpunrodan, a A'A u AI'T cayxar cTon-koJoHaMu, a He KOJUPYIOT apruHUH, KaK B
siIepHOM TeHoMe [ 8].

JIMTuTonTHBIE KJIETKU B 3aBUCMOCTH OT THITa KJIETOK W TKaHH MOTYT cojiepkath 2400-6000
monekyn MtT/JHK. Y wMr/[HK otcyrcTByrOT THMCTOHBL, OHA IIOKpPbITAa B OCHOBHOM
MUTOXOHIPHAJIbHBIM (akTopoM TpaHckpuniuu. Kpome Toro, MTIHK HE conepXKUT HHTPOHOB, €CTh
TOJIBKO OJIHA HEKOJAWpYIoUlash KOHTpOJIbHas o0lacTh, Ha3bplBaeMmas Takxke obOnacte D-metiwm,
KoTopass HeoOxonuma ans pemukauuud U TpaHckpuniuu. JJHK muroxonapuit monsepraercs
MEHBIIIeH pemapanun no cpaBHeHuto ¢ spepHoit [IHK, BcnmeacTBue dero Gosiee 4yBCTBUTENBHA K
noBpexJaeHusIM. OCHOBHBIM MUTOXOHJPHAIIBHBIM IyT€M penapalnuyd SBISeTCs  yoalleHue
OKHCIICHHBIX OCHOBaHUH [8].

MUTOXOHAPUM CIOCOOHBI TMEpPEAUBaraThCsi U MEHATHCA IO KOJWYEeCTBY M Mopdosoruu,
o0pa3ysd JMHAMHYHYIO, BBICOKOCBSI3aHHYIO KaHAJbIEBYI0 CETh WJIM BCTpEYasiCh B BHJE
M30JIMPOBAHHBIX WM CTPYNIHUPOBAHHBIX opranesi. CiausHue MUTOXOHIPUN OCYIIECTBIISIETCS B JIBE
CTaJMU: CHAayaja CIMBAIOTCS HapY)KHbIE MHUTOXOHJIpUAIbHbIE MEMOpaHbl, 3aTeéM - BHYTPEHHUE.
CrnusiHre Hapy)KHBIX MeMOpaH omocpenoBaHo depe3 0esnok mutodysua (MFN). Mutodysus - 3to
JTUHAMUHIIOOOHBIN Oenok, cocrosinuii u3 gomena GTPase (I'Tdaza) m AByX CHUpabHBIX
noBTOpstomMxcss marrepHoB w3 7 amubHokuciaor (HR1 u HR2), xoTopeie pa3aeneHsl
TpancMeMOpanHbIMU foMeHamu. GTPase rumpomusyer ryanosuntpudocdar. Pazmuuaror MFN1,
AKCIPECCUPYIOIIUNCA B OCHOBHOM B CEpACYHOM MBIIIIE, MEUYeHHU, MaHKPEeaTUYEeCKOW kene3e U
JIOKAJIM30BAHHBIN TOJIBKO B MUTOXOHIpUsX, 1 MFN2, skcnipeccupyromuiics B CKEIETHBIX MBIIIIIAX,
TOJIOBHOM MO3re, Oypoil >KMpOBOW TKaHH, HAJANOYEUHUKAX, MOCIEAHUNA HAXOTUTCS HE TOJBKO B
MUTOXOHJAPHSX, HO U B MEMOpaHaX, aCCOLIMUPOBAHHBIX C MUTOXOHApUsIMH [8].

3a cnusiHEEe BHYTPEHHUX MEMOpaH OTBETCTBEHEH AWHaMUHIOA00HBIN Oenok OPAL. Taxxke
OH OTBEYACT 3a CTPYKTYpY KpucT. [Ipyn Myranuu B OIHOMMEHHOM I'€HE Pa3BUBAETCS ayTOCOMHO-
JOMHHAHTHAsi aTpodusi 3pUTENBHOTO HepBa. PacmpocTpaHeHHOCTh 3a00NieBaHUS BapbUpPYeT OT
1:10000 mo 1:30000 [5].

CnusHMe MHUTOXOHAPUN MO3BOJSET YMEHBIIWTh KOJIMYECTBO mMoBpexaeHHbIX MTIHK 3a
CYEeT YBEIMYECHHS HOPMAJIBHOTO TE€HETHMYECKOro Marepuaina. brarojgapss MHUTOXOHJPHAIbHOMY

CIIMSIHUIO U ACJICHUIO KJIETKA MOXKET OTCOPTUPOBBIBATE MOBPCIKACHHBIC MUTOXOHIPUN [8]
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JlebekThl cusiHUS BBI3BIBAIOT HEBpOJIOTHUecKue 3aboeBanus. Tak, myranus B rene MFN2
BbI3bIBaeT Oose3np lllapko-Mapu-Tyra 2 tuma, BcTpewaromasics ¢ yactotoit 1:2500. Omna
MPOSIBISIETCS. B BHJIE TMOPAXKECHUS MEPUPEPUUIECKON HEPBHOM CHUCTEMBI, KOTOpPbIE HPUBOJAT K
aTpouM CKEJETHOW MBIIIEYHONH TKaHW JUCTAJbHBIX OTIEIOB KOHEYHOCTEH. 3abojeBaHue
Hacjleayercs IO  ayrOCOMHO-JAOMUHAHTHOMY  THUIly U COIPOBOXKJIAETCS  CHI)KEHUEM
YyBCTBUTEJIBHOCTH HOT M PYK, Cla3MaMH, CyAOporaMu MbIil. [IpH4nHON CIIy)KUT CrylieHue
MUTOXOH/IPUIL, 3TO U HapylllaeT UX IPOJBMKEHHE 10 akCoHy [12].

benox DRP1 (nuHamMuH-CBsSI3aHHBIN O€NIOK) TJIaBHBIM 00pa3oM OTBETCTBEHEH 3a JIEJIEHUE
MUTOXOJAHpUH. OH HaXOIUTCS B IUTOIIa3ME U UMEET CHelM(pUUecKue pelenTopbl Ha BHYTpEHHEN
MUTOXOHJApHAIbHON MeMOpane. Ilpu wmyraumu, B reHe, komupytomuii DRP1, Bo3Hukaer
SHIIe(aIoNaTHs € JETAIbHBIM HCX0A0M H3-3a AedeKTa neraeHns] MUTOXOHIPUM U MepOKCUCOM THIIA
1 (EMPFI1). Nwmeer crmoco® HacieAOBaHUS - ayTOCOMHO-JIOMUHAHTHBIH W XapaKTepPH3YeTCs
3aJIep’)KKO HEPBHO-TICUXMYECKOTO Pa3BUTHUS, THIOTOHUEH, YTO YacTO MPUBOAMUT K MIIaJIEHYECKOU
cmepTH. [Ipu 5TOM y MHOTHX OOJIBHBIX MOKET HaOmoaaThes pedpakteprast srmmserncus [11].

Mutoxouapuanbheiii gaxtop aenenus (MFF) sBnsercs uyacTbio 0GeIKOBOro KOMILIEKCa,
OTBEYAIOIIETO 3a JICJICHUE MHUTOXOHJPUW, OH HAaXOJWUTCS BO BHemHed MemOpane. MFF
cnocoOctByeT pentennu DPR1. Myranus B rene MFF o0ycnaBiuBaeT pa3BuTHE 3HIIE(aIONATHIO
n3-3a nedexra aeneHuss MUTOXoHApUN 1 iepkocucom 2 tumna (EMPF2). 3a6oneBanue Hacnemgyercs
10 ayTOCOMHO-peIleCCUBHOMY THITy. [Ipru3Hakamu sSBISIOTCS 3aJep>KKa IICUXOMOTOPHOTO Pa3BUTHUS,
TsDKeNasi THIOTOHUS, CBSI3aHHAs C HECTIOCOOHOCTBIO XOAUTh, MUKpoIledanus, cynoporu [9].

Myranuu B MT/IHK MOryT npoucxoaut BeiaeacTBUE MOBPEXACHUS €€ akTUBHBIMU (hopMaMu
KHUCIIOpO/ia, TaKUMHU KaK CHHIJIETHBIM KHCIOpPOJ, CYNEPOKCH], MEPOKCH] BOJOpPOJA, KOTOpHIE
o0pa3yroTcs B Ipoliecce OKUCIUTEIbHOrO GochopunrpoBanus. Takue MyTaluu HaKaIlJIUBalOTCS, U
KOIJIa HACTYNHMT TOpOroBasl JKCIpeccHus, TO €CThb OOJbIIas 4YacTh MHUTOXOHAPUN Oyner ¢
mytupoBasiieit JIHK, nposiButcs MmutoxoHapuansHas 0osie3Hb. [IpuunHaMB MHUTOXOHIPHATBHBIX
Oone3nelt sBnsOTCA Takke Myrauuu B simepHoit JJHK, xomupyromieit renst mutoxonapuii. [Ipu
3TOM B KJIIETKE MOXKET HapymuThes nuki Kpebea, okucnaurensHoe GpochopuiupoBanme, OKUCICHUE
YKUPHBIX KUCJIOT [7].

3aki04eHue ¥ BBIBOJbI

POJIb MUTOXOHJIPUHU 3aKJIIOYAETCS HE TOJBKO B 0Opa30BaHUU PHEPTUM, HO U MOJACPKaHUU
SHEpPreTHYecKoro ooMeHa B OajlaHce Kak B KJIETKE, TaK M B IeJOM opranusme. HecomHeHHO,
IIPOJIOJDKEHUE HUCCIIEJOBAaHUS IPOLIECCOB IOBPEKIACHUS MHUTOXOHAPUNM M WX BIUSHUS Ha
BHYTPUKJICTOYHBIE ~ HapylIEHUs JOJDKHO  CHOCOOCTBOBaTh  pa3pabOTKe  MHHOBALMOHHBIX
OMOMEMIIMHCKUX METOJOB MpPEJOTBpAIllEHUs] M HCIPaBICHUS PA3IUYHBIX NaTOJOTHYECKUX

IIpoNLECCOB.
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