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* MuTtoxoHapuu (0T [PEY. UiTOC — HUTH U
YOVOPOG — 3EPHBIIIKO, KPYIIHHKA) -
CaMOBOCITPOM3BOJISIIMECS IT0JTYaBTOHOMHBIE
IBYMEMOPAHHBIC OPTaHOMU/IbI KJICTKH,
coaepKalue COOCTBEHHBIM I'CHOM.,
MUTOXOHAPHUATILHBIA T€HOM B OTJIMYHUE OT
SIICPHOTO IPEACTABISET COOOH OIHY MU

HECKOJIBKO KOJIBIIEBBIX, PEIKO JUHEHUHBIX,
mojiekyn JJHK (mT/IHK).



 MUTOXOHAPHUHU XapaKTECPHEI 32 MAJIbIM
MCKIIIOYCHUEM JIJISI BCEX DYKAPHUOTHYECKHUX
KJICTOK, KaK aBTOTPO(]PHBIX
((bOTOCUHTE3UPYIONIIUE PACTCHUS ), TAK U
reTEPOTPOPHBIX OPraHU3MOB (’KHUBOTHBIE,
rprObl). MUTOXOHJIPUN HET Y HEKOTOPBIX
OOJIMTaTHBIX aHA3POOHBIX I'PUOOB, OOUTAOIIHX
B JKCJIIYAKE TPABOSIHBIX )KUBOTHBIX.



OyHKIMN

* MUTOXOHAPHH — 3TO MYIBTH(DYHKIIMOHAIbHBIC
MOJIMMOP(HBIEC OPTaHEIbI, BHITOJHSIIOIINE
BOXHEHIIINE PYHKIMH B KJIECTKAX 3yKapHUOTHUECKHX
OpPraHUu3MOB.

e MUTOXOHAPHUM OCYIIECTBISIOT IIPOLECC AbIXaHUsI,
T€HEPHUPYIOT SHEPIUIO OCPEICTBOM OKHUCIUTEIILHOTO
dhochopuarpoBaHus, UTPAIOT KIIIOYEBYIO POJIb B
COOPKE JKEJI1€30-CEPHBIX KJIAaCTEPOB, YUYACTBYIOT B
IIPOMEKYTOUYHOM META00IU3ME, 00CCIICYNBAIOT
nepeaavy/reHepaluio KallblMeBbIX CUTHAJIOB U
3aJICUCTBOBAHbBI B anonmose.



* HccnegoBanue TOHKOU CTPYKTYPbl MUTOXOHAPUU pa3IMIHbBIX
rpuOOB MO3BOJIMIIO OTMETUTH MPUHIMITHATIBHOE CXOJICTBO C
TAKOBOM BBICIIMX OPraHu3MoOB. OHHU OKPY>KEHBI JIBOWHOU
MemOpaHoil u coaepxkar ot 800 (z[poxom/l) 1o 1500 (y uenoBeka)
pa3HbIX OeyKoB. [IoBepXHOCTH BHYTpEHHEN MEMOpaHBI OOJIBIIIE,

‘+ yeM BHeIHEH. CyIeCTBEHHOE YBEIMYCHHUE IOBEPXHOCTH

*| BHyTPEeHHEH MEMOPaHbl MUTOXOHJPHH CBS3aHO C HAIIUYHUEM

. BITYMBAHUN — Kpucm, KOTOPbIE BHEAPEHBI B MATPUKC OPTraHEILIbI.

% Y rpu6oB u3 otaenoB Chytridiomycota, Zygomycota, Ascomycota

. 1 Basidiomycota 3a HEKOTOPBIM HCKIIIOYEHUEM KPUCTHI

» TJTACTUHYATHIC, B OTJIMYME OT BHICIIMX pacTeHuil 1 Oomycota, y

+{ KOTOPBIX KPUCTHI TpyOuaTeie. Ha BHyTpeHHEM MeM6paHe

4 pacrosnoKeHsbl OEIKOBBIE KOMIUIEKCHI JbIXaTeIbHOU Lieny. B

_"-‘-,fa MAaTPUKCE HaxozmTCﬂ PacTBOPHUMBIE Q)epMeHTLI (B 4aCTHOCTH,

s2uo4 Agaricus bisporus u Pleurotus pulmonarius. PubocoMsl
£ 88 MUTOXOH/IpMI IO CBOMM CBOMCTBAaM OTJIMYHBI OT pUOOCOM
~ OCTAJIBHOW IUTOIUTa3Mbl. Tak, y ApoXkkel CHHTe3 Oellka Ha
MUTOXOHJIPUAIBHBIX pUOOCOMaX MOAABIISAETCS
IPOTUBOOAKTEpHUATIbHBIMU aHTUOMOTUKAMU (HaIIpuUMep,
SPUTPOMULIMHOM ), K KOTOPBIM KJIETKH JPOXKKEHU YCTONUNBHI.



« HapyxxHas memOpaHa MUTOXOHJPHUM COACPKUT OCITKU-
MOPHHBI, TOMOJIOTHYHBIE OaKTepHaIbHBIM, U IPOHHUIIaeMa IS
HeOobIINX MOJIEKYJI. CoaepkaHue OeJIKOB B MEMOpaHax
MUATOXOHIpUN — 10 80%. BHYTpeHHsI9 MeMOpaHa
HEPryu30BaHa U MIPAKTUUECCKU HEPOHHUIIAeMa JIJIT HOHOB U
OpraHu4deckux Mojekyi. Ha ee momro npuxoautcs oonee 90 %
BCEX MUTOXOHIPHUANTBHBIX JUMUA0B. BHYTpeHHS
MHUTOXOHJpHAaIbHAs MeMOpaHa cocOoOHa B 3aBUCUMOCTH OT
HaIPSXKEHHOCTH SHEPTETUYECKOTO 00OMEHa 00pAa30BbIBATH
OOJIbIIIEE I MEHBIIIEE YUCIIO CKIIAJIOK - Kpucm, KOTOpPbIE
YBEJIIMUYMBAIOT €€ AaKTUBHYIO ITIOBEPXHOCTh. TpaHCIIOPT yepes
BHYTPEHHIOIO Y HAPY>KHYI0 MEMOpPaHbI OCYIIECTBIISICTCS
OenKaMU-TIEpEHOCUMKAMH (TpaHCIOPTEpaMu) HIIH Yepes
CIelMaIbHbIC KaHAJIbI.



[IepeHoC npeaIeCTBEHHUKOB OCJIKOB Yepe3
koMmIuiekc TOMA40.
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[lepeHoc npeniiecTBEHHUKOB OeJIKOB yepe3 komiuieke TOMA40.

(a) npu yyactuu Oeika Tom70. TpaHCIIOPT MHOTHX MPEAIIIECTBEHHUKOB
OENKOB, BKJIIOUAs OCIKH IIEPEBO3YHKA CBSI3aHbI ¢ OSIKaMHU TEIJIOBOIO IIOKa
brmi70/Hsp90. IIpeamecrBenHuku cBsizbiBaroTes ¢ brm70/Hsp90 u
nepeaarorcs Ha Tom70, nanee nepexondar K kaHaiay Tom40 gepes Tom22 u
TomS5. Ilocne nepenoca gepe3 kanan TOM40 B mukie koH(poOpMaIHH
IpEIIeCTBEHHUK OejiKa CBS3bIBalOTCS ¢ HEOOIbIUM Tum 6enkom B IMC.

(0) mpu yuactuu 6enka Tom70. Tom20 1 Tom22 y3HarOT CUTHAIBHYIO
MOCJIEI0BAaTEILHOCTD. Torna 0eNoK-MpeIIIeCTBEHHUKA NEPEXOIUT K
BepOosTHBIM KaHasl TOM40 uepe3 TomS. BHyTpEeHHSSI CTEHKA KaHala
TOM40 MokeT BOCIpPUHUMATh 3PEIYI0 YacTh OeKa-IIpeaIIeCTBEHHUKA, B
TO BpeMs Kak N-KOHEIl NPUBA3bIBACTCA K TpaHC KoMmIuiekcy TOMA40.

(c) 6e3 yuactn Tom70 Oenka-npeaecTBeHHUKA. MHOrUe OEKN y3HAI0TCSA

Tom20 u Tom22 n yepe3 ux B3auMOJICMCTBUE MPOXOAAT YEPE3 KOMILICKC
TOMA40.



buoreHes

* B TO Bpem4a Kak 60SIbLULMHCTBO MUTOXOHAPUANbHbIX
benkoB KogupyeTcs B s4pe U NOCTTPaHCNALUNOHHO
NMMOPTUPYETCA B opraHernsy, Hebornblasa YacTtb 6enkos
KoOUpyeTcs MUTOXOHAPUabHbLIM FrEHOMOM (Harnpumenp,
4yacTb cyObeanHuy, umToxpomokcmaasol). MutoxoHapum
He MOryT BblTb CUHTE3UPOBAHLI de NOVO, OHU
pPa3MHOXaloTCcsa AeNeHnEM. Y MHOIMMX 3yKapunoTUYECKUX
TUMOB KITETOK MUTOXOHAPUX OABUratoTCA BAOSb
LMTOCKENETHLIX NYyTEN N YACTO CIMBAKOTCA U OENATCH.
[InHamuka nsmeHeHnsa Mopornormm MMTOXOHAPUN
NO3BOMSAET aganTupoBaTb UX aKTUBHOCTb K
NOTPEOHOCTAM KNETOK.




[IponcxoxageHue

3 nmetowmxca gaHHbIX No onpeaenieHno HyKneoTUaHbIX
nocrieqoBaTenbHOCTEN MUTOXOHAPWAaNbLHbIX FEHOMOB ObIN caenaH
BbIBOA, O MOHOGbuiemu4eckom (TO eCTb OT OQHOro npeaka)
NPONCXOXOEHUN MUTOXOHAPUN. MUTOXOHAPUM MO COBPEMEHHbLIM
OaHHbLIM NPOU30LLNK B pe3ynbTarte SHAOCUMMOMO3a OT APEBHUX
NypnypHbIX POTOCUHTETUYECKMUX FPaMOTpULIATENbHBLIX DaKTEPUM.
HekoTopble aBTOpbI, NpaBaa, BbIBOAAT MUTOXOHAPUW OT OPYroro
npegka - PUKKETCUN. DTU NATOreHHbIE MUKPOOPraHM3Mbl cogepxar
depmeHThI Uukna Kpebca n anekTpoH-TPaHCNOPTHOW LIENU, HO HE
coaepxat depMeHTOB TIMKONU3a, YTO POOHUT UX C
MUTOXoHApPUAMU. Kpome Toro, oHn cogepat reHol 6erkos-
TpaHcnokaTopoB (MepPEHOCUYNKOB Yeped MemMbpaHy) ageHNUHOBbIX
HYKNeoTnaoB, YTO Nno3BonseT um ncnono3osatbe AP n ATO kneTtkn-
X03siMHa A9 CBOUX HYXA,.

[TpenwecTBEHHNKAMN KNETKN-X03anHA (9YKapUOTUHECKOWN KNETKN)
MOrnn ObITb NPU 3TOM OpPraHnU3Mbl, POACTBEHHbIE apxebakTepusam.
OHUM NMEIOT reHETUYECKY0 CUCTEMY, CXOOHYHO B HEKOTOPLIX YepTax C
ayKapnoTmndeckon. B HUX NpnCyTCTBYIOT, HANPUMeEpP, UHMPOHbI -
HYKIleoTuaHble NocrenoBaTeribHOCTN, KOTOPbIE BbIpe3aloTCs B
npouecce criatcuHea (co3peBaHus maTpudHom PHK).




MeToabl HabnraeHUs
MUTOXOHOPUN Y rPNGOB

» dniyopecueHTHbIe (NOTeHUMan3aBUCUMbIE
Kpacutenun nnu sctpamsaHne GFP
nnasmMmuabl B reHOM MUTOXOHAPUN)

* MeTtogbl UMMYHOLUTOXUMUU C
nocneayrwmm HabngeHnem B CBETOBOM
NN 3NEKTPOHHOM MUKPOCKONe



* [lepBble HabNOEHNS MUTOXOHOPUN Y rpnda
Pustularia versispora (Tarzetta catinus)
oTHocATCA K 1911 rogy, HECKOMBLKO NO3Xe
onuncaHbl MuTOXoHapun y apoxoken. C 1938
roga no 1950 rog B nevaTu Bbila cepus padbor
pycckoro ydeHoro M.H. Mencens no nsy4yeHuto
doyHKLUMOHaNbHOU MOPdO0NorMm gpoXxKeBbIX
OpPraHM3mMoB, B KOTOPbIX DOMbLLOE BHUMAHMNE
ObIN10 yaeneHo CTPYKType U YHKLUUAM
MUTOXOHOPUMN.



Pasmepbl MUTOXOHOPUA

° COBOKyI'IHOCTb MI/ITOXOH,EI,pI/Iﬁ B KI1€TKE
Ha3blBAKOT XOHAOPWUOM.

* Pasmepbl MUTOXOHOPWUN HEMOCTOAHHbI Y pa3HbIX
BnAoB. OObIYHO MUTOXOHAPUN NpPeacTaBnAOT
cobon menkue (anmHa 0.5-3 MKMm, peako oo 25
MKM 1 TonwunHa o 0.5 MKM) BHYTPUKNETOYHbLIE
rpaHynsapHbie UM HUTEBUOHbIE, MHOrAA
BETBALLMECHA 0Dpa3oBaHUSA, pacnosiaraloumecs B
TEX MecTax KIeTKu, rae Heobxoammo
NCMOJSiIb30BaTb SHEPTUIO A5 IMOObIX XXU3HEHHbIX
npoueccoB (Weber et al., 1998).



YnbTpacTpyKkTypa MUTOXOHOPUN
B KfleTKax NoBepPXHOCTHO pacTyLLero BeretatTuBHOro
muuenus (A) n cybrumenns (b) Agaricus bisporus




Mopdoaorna u pacapeaejieHue
XOHAPHUOMA B KJIETKeE
onpeaeaserca CJeaAyIIMu
daxkTropammu:

- MONOXEHNEM KINETOK B KOFNTOHUN
- YCINOBUAMM pocCTa
- cTaguen XXM3HEeHHOro LuMKna

n ap.



PacnpeoeneHne n Mopdonorus
MUTOXOHOPWUN Y MULENMNASbHBIX TPndoB
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Fig. 1. Tip-localized mitochondria and respiratory activity along growir
hyphae. (A) MitoFluor Red fluorescence imaging of mitochondria in
growing hyphae and quantitative fluorescence intensity transects (sce Se
tion 26). (B) Rhodamine 123 fluorescence imaging of mitochondria in
growing hyphae and quantitative fluorescence intensity transects. (¢
Mitochondrial densitics from clectron micrographs (squares) and oxyge
influx measurements (circles) to show that the tip-localized mitochondr
do not respire (data are re-drawn from Lew. 1999 and Lew and Levin
2004,

[TonioxxeHne xoHapuoma B anekce y
Neurospora crassa
JlokannaoBaHHblIE B anukarbHOM
KOHYMKE MULENUs MUTOXoHApUM (4o
950 Mkm) y Neurospora crassa
BO3MOXHO y4acTBYIOT B YCTPaHEHUN
N3NULWHNX noHoB Ca?",

OHW He obnagaroT AblXxaTernbHON
aKTUBHOCTbIO U He obpasytoT ATO.
[1pn 3TOM OHU CBA3LIBAKOTCA C
dornnyopoxpomamu cneundnyHbIMN K
kKanbuuto (Levina, Lew, 2005)



Tunbl pacnpepeneHna XxoHapmnomMa B KrnetTkax Mmuudenua litamMmmoB

Tun 1.

XapakTtepeH ans:

- Muuenusa sospacTtom 7
cyTok Ha cpegax CA u KI'A;
- MyBuHHoro mmnuenus
wTammoB Buaa A. bitorquis

Tun 2.
XapaktepeH ans:

- Muuenusa sospactom 28
CcyToK Ha cpegax CA u
KrA;

- Muuenus Bospactom 7 u
bonee cyTok Ha cpege IMA;

- Muuenus Bospactom 7 u
6onee cytok Ha CA npu
NOBbILLEHHOW
Temnepartype (3311°C);

-my6uHHoro mmnuenus
Bo3pacTtom 7 n bonee
CYTOK

- Muuenunsa romokapmMoHoB

poaa Agaricus (MaTpocoBa, 2

3oHa 1 (8o 30 MKm
OT anukaribHoro
KOH4YMKa)

3oHa 2 (30-100 mkm
OT anuKarnbHOro
KOH4YMKa)

3oHa 3 (6onee 100
MKM OT
anvkanbHoro
KOH4YMKa)

3oHa 1 (8o 30 MKm
OT anuKanbHoro
KOH4YMKa)

3oHa 2 (30-100 mkm TR OO

OT anvKanbHOro
KOHYMKa)

3oHa 3 (6onee 100
MKM OT
anukanbHoro
KOH4MKa)
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basnann wamnmHboHa
OBYCMOPOBOIo

Basuaua ¢ aapoM (2n) (IMoKasaHo Ju(dy3HOE OKpalIHBaHHE B alleKce
CTPENKOH) B THMeHHATTLHOM cr1oe A. bisporis | Ga3uaHH. OKpyIible MHTOXOHAPHH (CTPeNKa)
(okpanme aHHe Hoechst 33342) BOJTH3H Apa B THMEHHAIILHOM clloe A.

bisporis (OKpalHB aHHe PoJaMHHOM 6K)



BrninaHne ctpeccoBoro pakrtopa Ha MOpdoformio
(bparmeHTaumio) MUTOXOHOPUN
Podospora anserina

KOHTPOJIb OnbIT
(OKUCIUTEJIbHBIN
cTpecc)

Popmamun 62K GFP mnazmunga




BnvsaHne ocMOTU4YecKoro Loka Ha MOpdOIIoruio
MuToxoHapun Heleococcum alkalinum (Koanosa, 2007)

60 MuUH

a — HyrmeBas Touka, O — Hayano dparMeHTaumMm HUTEBUAHbIX MUTOXOHAPUA (POPMUPOBAHNE MHOMOYMCIIEHHbIX

nepetsikek) yepes 10 muH nHkybaunm B 4M NaCl, B — dpparMeHTUpoOBaHHbIN XOHAPMOM nocsie 60 MUH MHKyBaumm
rR AM NaCl



PacnpegeneHne n mopdgonorua
MUTOXOHAPWUN Y OOHOKIETOYHbIX
rpnoos



A WT

stationary
phase

pre-tetrad

early tetrad |

Pacnpenenenue
MHUTOXOHJIPUH B KJIETKE
IpoKKen Saccharomyces
cerevisiae

late tetrad

iInheritance
defect




CBs3b KJIETOYHOTO U
MUTOXOHAPHAIBHOI'O [TUKJIIOB

* (CBs3b C KJIETOUYHBIM IUKIIOM. [Ipr n3ydeHnN NOYKYIOMUXCSA
APOXOKEN OBLIIO MMPOAEMOHCTPUPOBAHO, YTO SIICPHBIE U
MUTOXOHIPUATBHBIE AEIIEHUSA UMEIOT YETKYIO KOPPEIALIUIO,
KOHEI[ ICJICHUW MUTOXOHJIPUM MIPUXOAUTCA HA CEPEAUHY S-
ctaauu uHTepdasnl. PacnpeneneHue MUTOXOHIPUN MEXKIY
MATEPUHCKOU U JOYEPHEN KIIETKAMU MIPOUCXOJIUT B TEUCHHUE
¢a3 S u G2 cragun uHTEepha3bl, B pe3yIbTaTe OKOJIO
MIOJIOBUHBI MUTOXOHJIPUW HACIIEAYETCA NJOYECPHEUN KIETKOU

* CBa3b ¢ (pa3zou pocra. B knetkax S. cerevisiae B
norapudmMuueckor aze pocra HaAOMIOIACTCS OJHA-TPHU
MUTOXOHApUH. B cTammonapHoi (aze pocTa B rarmion HbIX
KIIETKaxX S. cerevisiae MOXHO HaOI0AaTh 10 S0 OTAEIBHBIX
OpraHel.



CBs3b KJIETOYHOTO U
MUTOXOHAPHAIBHOI'O [TUKJIIOB




JIMHAMHUKa MUTOXOHJIPUU U
YKU3HEHHBIN TUKJI

* IIpu 1oOJIOBOM LIMKJIE Pa3MHOXEHUSA Y S. cerevisiae
HaOJIIoAaeTCA CAEAYIONas JUHAMUKA MOBEICHUS XOHIPHUOMA.
[Tocne cnusaHus TalIONIHBIX KJIETOK MPOUCXOAUT CIUSIHUE
OTJICIbHBIX MUTOXOHAPHUN B OJHY THTAHTCKYIO BETBSIITYIOCS
CTPYKTYPY, 3TO COIMPOBOKIACTCS 00BEIMHEHNEM HYKIICOU/IOB
OTJICIBHBIX MUTOXOHAPUN. EqrHas ceTh COXpaHsIeTCs 10
KOHIIA BTOPOTO JICJICHUS MEH03a, Jajiee MPOUCXOIUT ACTICHUE
XOHApHUOMa Ha (hparMeHThl. YeTblpe HanboIee KPyImHbIX
(pparMeHTa B BUJIE KOJIEIl TIOKAJTU30BaHbI B 30HE YETHIPEX
rarionaHbIX saep. B mponecce opMupoBaHUs aCKOCIIOp OHU
pacnaaaroTcs Ha HECKOJIBKO AECSATKOB MEJIKUX CTPYKTYD.

* Takum oOpaszoM, y S. cerevisiae MUTOXOHAPHUAIIBHBIN ITHKIT
HAXOJWUTCS B MIPSIMOM 3aBUCUMOCTH OT KJIETOYHOTO ITUKJIA
(uaTepdaza, MUTO3) U )KM3HCHHOIO IIUKJIA (HEMOJI0BOE U
MIOJIOBOE PA3MHOKEHHUE).



[ €eHOM MUTOXOHApPHUH IPHOOB

JJHK B MUTOXOHAPHUSAX NPEACTABICHA HUKIMYECKUMH MOJICKYJIaAMH, He 00Pa3yloIuMHu
CBA3b ¢ TUCTOHHBbIMU OejikamMu. Muroxonapuajabnas IHK oyens ogHOpoaHa, oTiiM4ue
3aKJII0YA€eTCH B BeJIMYMHE HHTPOHOB/HETPAHCKPUOMPYEMBIX YYACTKOB.

MutoxonapuansHas JJHK npencraBiieHbl MHOKECTBEHHBIMH KONMSAMHA, COOPAHHBIMHU
B KJacTepbl. B MUTOXOHAPUAX UMeEETCH CTAHJIAPTHBLIN HA00P I'eHOB: I'eHbI (pepMEeHTOB
AbIXaTEJbHOW LEeNH, Y4ACTBYIOUIME B MPOLECCAX OKUCIUTEIbHOI0
dpochopuiuposanus, reusl pPHK, TPHK u renst AT®a3.

Muroxonapuaabnas JIHK codOpana B oTae/IbHYI0 30HY — HYyKJIeou. B MUTOXOHApHAX
rpudoB MoxkeT ObITh OT 1 10 10 HyKJII€OMTO0B.

Cunte3 mutoxonapuaabHoi JIHK He cBs3an ¢ cunTtezom JIHK B siape. B kierkax
APOxKeH S. cerevisiae B cTaliuOHAPHOM (a3e comep:KuTcs 22 U 00J1ee MUTOXOHAPHH,
HMEIIIHUX 10 YeThIpe reHoMa.

B oTiin4ue 0T MO3BOHOYHBIX KUBOTHBIX, Y pacTeHuil, rpudoB u npocreimmnx MTIHK
coaep:xat 10 80% HekoaupywmMXx mocjaeaopareabHocreii. Hecmorpst Ha 10, 4TO B
reHOMaX MUTOXOHAPUHA MJICKONUTAIIINX U JPOAKIKEH CONEPKUTCH NPUOJIUZUTEIHHO
OJIMHAKOBOE KOJIM4YECTBO I'€HOB, Pa3MepPbl APOKKEeBOro reHomMa B 4-5 pa3 0oJibuie —
0K0.J10 80 ThIC. Map HYKJIEOTHA0B, Y P. anserina — 100 TbIC. map HYKJIeO0THI0OB. XOTS
Koaupyomue nmocjaenopare;ibHOCTH MTIHK apoxiker BLICOKO TOMOJIOTHYHbI
COOTBETCTBYHOLIUM MOCIACA0BATEILHOCTAM Yy YeJI0BeKa, Apoxi:KkeBbie MPHK umeror
AOMOJHUTEIbHO S'-JTUICPHYI0 U 3'-HEKOAMPYOILYI0 00J1aCTH, KAK U 00JIbIINHCTBO
saepubix MPHK.



HacnegoBaHne MUTOXOHOPUNA

CoxpaHeHne uenoCTHOCTU MUTOXOHAPMANbLHOIro reHomMa B rnpouecce
HacnegoBaHMSA OYeHb BaXXHO ONA AblXxaTenbHon yHKUMn. PakTophl,
KOHTpOnupyLme cerperaumo MUTOXOHAPUANbLHOMo reHoma y
rpnboB Mano nay4veHol. ¥ 60nbLIMHCTBA BbICLUNX 3YKAPUOTUYECKUX
opraHuamoB ogHopoautenbckoe HacnegosaHne mtDNA (McAlpine
et al., 2001). Y mmuenunanbsHbIX rpnboB 13 knacca Ascomycota
Neurospora tetrasperma n N. crassa nokasaHO ogHOpPoOAUTENbCKOe
HacnegosaHne mutoxoHapun (Lee and Taylor, 1993, Mannella et al.,
1979). Kak B crniyyae crnmsaHmns cneumnanm3mpoBaHHbIX NOM0BbIX
KIMETOK (TPUXOrnMHa u KOHUAUW), Tak 1 Npu CrnaHnn
FOMOKapPMOTUYECKUX KITETOK BEreTaTMBHOIO MULIENnS,
OTNMYaloLLKMXCA No A4pam ¢ pasHbiMM mat-riokycamu coxpaHarTcH
MWUTOXOHAPUN KITETOK aKLEenTopOB a4ep.

B TO Bpemsi kKak ansi NOYKYOLWMXCA OPOXOKEN XapaKTEPHO
uByponMTe;'leKoe HacnenosaHue (Berger and Yaffe, 2000; Okamoto
et al.,1998).



JIBM>KEHHE MUTOXOHIPUHA

* B knerkax Saccharomyces cerevisiae, Kak v B KlleTkax Aspergillus
nidulans B TpaHCTIOPTE MUTOXOHAPUHN OOJIBIIYIO POJIb UTPAIOT AKTHHOBBIE
mukpopuinamenTsl (Hermann and Shaw, 1998).

o VY npoxcxent, Schizosaccharomyces pombe (Yaffe et al., 1996), u B kineTkax
Neurospora crassa (Steinberg, Schlia, 1993), Ha060poT, B pacnpeaeieHun
MHTOXOHAPHUH 3aJeHCTBOBAHbI, B OCHOBHOM, MHKPOTPYOOUKH.
WccnenoBarenu HaOMIOMAIN IBUKEHUE OPraHelI CO CKOPOCThIO 1.4 MKM/C
B rudax, MpoTOIIaCTe, KJICTOYHBIX ()parMeHTaX U MyTaHTaX, JTUIICHHBIX
KJICTOUHOM CTeHKHU. PazpyiieHne MUKpOTPyOOUEK ¢ MOMOIIBbI0 HOKO/IA30J1a
YMEHBIIAJIO ITOABMKHOCTh MUTOXOHAPHUI, B TO BpeMs KaK pa3pyIICHHEC
MHKPO(DHUIaMEHTOB IIUTOXAIa3MHOM D HE 0Ka3bIBaJIO TAKOTO BIIMSHHSL.

* BBLI0 BBISICHEHO, UTO CBS3BIBAHUE MHMTOXOHAPHUN ¢ MUKPOTPYOOUKaMHU
OCYIIECTBIISIIOT Iepudepruueckue 0Kk 3TUX opra"esl. K tTakum oenkam
OTHOCSATCS OCJIKH U3 CEMEMCTBa KMHE3WHOB MJIH POACTBEHHOIO JUHECHHY
OeiKa.



Cmustaue (aari. fusion) u genenue (anmi.fission
uin d1vision) MUTOXOHAPUM

e JIMHAMUYHO MPOTEKAIOIIME MPOLIECCHI CAUSHUS U JICJICHUS
(IMHAMUKA) MUTOXOHJIPUN 00ECTICYMBAIOT JTA0WIBHOCTD
XOHJIpUOMA U PETYIALNI0 (PYHKIIUN OpraHesl 3a CUeT
MEXaHU3MOB F'€HETUYECKOTO KOHTPOJISI CTPYKTYPhI U
(GYHKIHMOHUPOBAHUSI MUTOXOHJIPUM B COOTBETCTBHUU C
noTpeOHOCTIMHU KIIeTKH B AT®. Mopdonorus MUTOXOHAPUN U
KOJIMYECTBO KOMKM reHOoMa 3aBUCHUT OT OajlaHCa aKTHBHOCTH
CIIUSHUA U JeJieHus. MI3MeHeHNne B CTOPOHY CIMSIHUS JaeT
BO3MOXKHOCTH KJIETKE CTPOUTH BHITSHYTHIC B3aUMOCBSI3aHHBIC
MUTOXOHJPHAJIbHBIE CETH, B TOXKE BPEMS CJIBUT B CTOPOHY
ACJICHUS TEHEPUPYET MHOXKECTBO MOP(POIOTUUECKU U
(YHKIITMOHAIBFHO Pa3HbIX MAJICHBKUX CPEepUUECKUX OpraHel.
OTa ajanTtaiys MUTOXOHAPHAIbHOTO KOMIIAPTMEHTA K
KJIETOYHBIM MOTPEOHOCTSIM SIBJISCTCS KIHOUEBOM s
MHOXECTBa BaXKHBIX IIPOIIECCOB



Cnusanue (anrn. fusion) n gpenexHve
(aHrn.fission unu division) MUTOXOHOPUN

OCHOBHBIMY KOMIIOHEHTAMU CHWSIHUS U JCJICHUS MUTOXOHIPUM SABIISTIOTCS
MeMOpaHHbIe Oenku: Mmm1l (6exok OP), Mmm2, Mdm10, u Mdm12,
00pa3yIoIINe CTPYKTYPYy MEMOPAHHOTO Mumoxopd. MUTOXOp CBSI3bIBAET
muToxoHipuu 1 MT/IHK ¢ nimTockeneroM (y IpoXKKeil ¢ aKTHHOBBIMU
(bri1aMeHTaMH ), 4TO 00ECIIEUNBAECT KOHTPOJIUPYEMOE MEPEIBUKEHUE
opranes u ux JIHK B knetke. [[ng oOpazoBaHust TpyO4aThIX CTPYKTYP
MHUTOXOHIpuM 1 HacienoBanusi MT/IHK HeoOxoarumel Takke O€nKu
BHYTpPEHHEW MeMOpaHbl MUTOXOHApU — Mdm31 u Mdm32, kotopsie
B3aNMMOCHUCTBYIOT ¢ KOMIIJIEKCOM MEMOPAHHOTO MUTOXOpa yepe3 Mmm1p.
Heneupn MDM10, MDM12, MMMI1 u MMM2 netanbHbl Ha (hOHE
nenenuii reaoB MDM31 u MDM32. Jlenenuu resoB mmml, mdm10,
mdm12 i mmm?2 OpuBOIST K XapaKTEPHOMY U3MEHEHHUIO MOP(oJIoruu
opraHesiy1 — 00pa30BaAHUIO TUTAHTCKUX KPYIIIBIX ACTOISIPU30BAHHBIX
MHUTOXOHJIPUH.



TABLE 1. Core components of the mitochondrial fusion and fission machineries

Process Yeast  Orthologs in higher eukaryotes Location Proposed function
Fusion  Fzol Minl and Mfn2 (mammals) OM OM fusion
Fzo and Dmifn (D. melanogaster)
Ugol - OM Coordination of OM and
IM fusion
Mgml OPAI (mammals) IM and IM fusion
IMS
Fission Dnml DRPI1/DLPI (mammals) Cytosol OM fission
DRP-1 (C. elegans) and OM
ADLI and ADL2 (A. thaliana)
Fisl hFis1 (human) OM Receptor for OM fission
machinery
Mdvl - Cytosol Adaptor between Fisl and
and OM Dnml
Caf4 - Cytosol Redundant with Mdvl
and OM

IM. mner membrane: IMS, intermembrane space: OM, outer membrane.

Westermann, 2008



* [IpennoxxeHo HECKOJILKO MOJIETIEN,
OOBSICHSIIOIINX JICTCHUE MUTOXOHIPHUH C

yuactueM 0enkoB Dnml, Fisl, Mdvl, Caf4 u
Mdm33




Moaesb MOJIEKYJISAPHOIO anapara jejieHus
MUTOXOHAPHUH Y APOKKEHN

CM GTPase

L Ca
Mdv1 u Caf4 umeroT JoMeHHY10 oprangs&Hﬂm’ﬁ'BB‘mOJIHmoT (PYHKIIUIO aJaIITOPOB, CBA3BIBAIOIIINX
Dnmu1 c Fis1. Ix cimpasibHO 3aKPYyYEeHHBIN PAliOH OCYIIECTBJIAET B3aUMO/IENCTBUE TOMO-
osturomepoB. Dnm1 cobupaeTrcss B MUTOXOHZIPUU KaK IMTHAMUYHBIE OJTUTOMEPBI, KOTOPHIE B
KOHEYHOM cueTe GOPMUPYIOT CIUPAJIU, OKPYKaOI1e MUTOXOHIpUIo. HenszBecTHO, KaKOU JJOMEH
Dnm1 B3anMOIeNCTBYET C MoBTOpsAtomumMces paiioHom WD40 6enka Mdvi niu Caf4. Mdm33
CO/IEPKUT HECKOJIBKO IIPOTHO3UPYEMBIX CIIMPAJIbHO 3aKPyUYEHHbBIX PAIOHOB B MaTPUKCE.
O603HaueHbl N-KOHIIBI KOKOT0 MOJUNENTH/Ia; A u aB, a cnupasb B N-TepMUHAJIbHOM KOHIIE
Mdv1 u Caf4; B, BctaBka B; cc, cnupanbHo 3akpyueHHbIN; GED, GTPasza addexropusbiii 1omeH; IM.
BHYTpeHHsAA MeMOpana; IMS, mexxmeMmbOpanHoe mpocTpancTBo; MD, cpenuuii jomen; OM,
HapykHas MeemOpaHa; TPR, ciyuaiiHbie yeTbIpeXIenTUHbIE TOBTOPHI.



FIGURE 1. Dnm1 punctate structures display dynamic behavior and localize to the
cytoplasm and mitochondria. Time-lapse images of Dnm1-GFP and mito-dsRed in wild
type cells. A single 0.2-pum section is shown. Arrowheads indicate dynamic cytoplasmic
Dnm1 punctate structures and arrows point to a stationary punctate structure stably
associated with mitochondria and ultimately at a fission event. Times indicated are in
seconds. Images are magnified —500 times.




Figure 5. Dnm] self-assembles into spirals that are structurally tailored
to fit mitochondnia. (A-C) Electron micrographs of no%oﬁvely stained
a

Dnm1 structures. [A] Dnm 1 forms curved filoments in the absencs of nucle-
otides. [B] Dnm1 sslfassembles into large spirals in the pressnce of
GMP-PCP. (Insef) Dynomin-1 spirals formed in the pressnce of GDP/BsF,,
((3 Dnm1/GMPPCP spirals und a conformational change upon the
addition of GTP. (D) (.J:)nwmon:{%oM analysis of mitochomfiol constric-
tion sites in thin sections of yeast calls. Arrowheads indicate electron<dense
structures that are found in association with mitochondrial constriction
sites. M, matrices of the mitochondria. (E) Dnm1 assembly in the presence
of liposomes. Bars, 100 nm.



CnussHue MUTOXOHAPUU

e TeopeTndeCcKkrd BO3MOXKHO JIBA ITYTHU CIIUSTHUSA
MHUTOXOHAPHUI: C OJJTHOBPEMEHHBIM U PA3AEIbHBIM
CIIMSIHUEM BHYTPEHHMX U BHEITHHX MeMOpaH. C
MIPAKTUYECKOU TOYKH 3PEHUSA 3TOT BOIIPOC HYXKIAACTCA
B JJAJIbHEUIIINX HCCIICAOBaHUAX. MeXaHN3M CIIMSIHUA
BHYTPEHHEW MEMOpPaHbl MUTOXOHIPUM Ha JaHHBIM
MOMEHT MPEACTaBIACT coOoM 3araaky. Hanoonee
BEPOATHBIM YYACTHUKOM 3TOIr0 MpoIecca
IpEeACTABIACTC JUHAMUHONOAOOHBIN OCJIOK, HO KaK
MMEHHO OH YYaCTBYET B CIUSIHUU MUTOXOHJIPHUM, HA
JTAaHHBIL MOMEHT HEU3BECTHO.



NMogenb MONEKynaApHoOro annaparta cJyimaHus
MUTOXOHAOPUUN Y OPOXKEMN.
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JlBe Mmosiekysibl FZ01 CBA3BIBAIOT JIBE CMEKHbIE MUTOXOH/IPUU ITyTEM COOPKU JUMEPHOTO
AHTUIIAPAJIIEJIPHOTO CIUPATIBHO 3aKpy4eHHOTO C-KOHIIEBOTO peruoHa. Fzol B MUTOXOHAPUAX
SIBJISIETCA YacThio KPyImHOTro KoMILiekca 800 kDa HeusBecTHOTO coctaBa (16). Ugo1 COIEPKUT A0 TIAT!
pPalilOHOB CTATUBAIOIINX MeMOpaHy, Kak MIOKa3aHO Ha PUCYHKE, OJTHAKO, TPeJIJIoJKeHa U Apyras
aJIbTEpHATUBHAs TOIOJIOTUSA C HECKOJILKUMU JIECATKAMU TpaHCMeMOpPaHHbBIX PernoHOB. Hen3BecTHO
kKakad yactb Ugol B3auMojiecTByeT ¢ Fzo1 u Mgmi. Mgmi cyiiecTByeT B ABYyX (popmax B
MUTOXOHPUH, AJIUHHAA popMa, UMeroIas TpaHCMeMOpaHHBIN palioH Ha BHYTPEHHEN MeMOpaHe, u
KOpoTKasa ¢popma 6e3 3Toro parioHa npu paciienenuu Pcpl. HeusBectHo, kakoi jomeH Mgmi
B3aUMOJIEHCTBYET C KOMIIOHEHTaMHU Hapy>KHOU MeMOpaHbl. O603HaueHbI N-KOHITbI KaXK/10T0
MOJIMIENTU/IA; CC, ciupasibHO 3akpyueHHblil; GED, GTPa3a adpdexropusiii ;omeH; IM,BHyTpeHHAA
meMOpaHa; IMS, mexxmeMmbpanHoe npoctpancTBo MD, cpenuuii jomen; OM, Hapy:kHas MeeMOpaHa

|

00000008000 000antpnditenenniay



e [Iponiecc cnusitHUS MUTOXOHAPHUH MOYKHO
pa3ICcInTh HA TPU dTana — (PUKCaIus
OpTaHeIl, CIMSHUE HAPYKHBIX U CIUSHUC
BHYTPECHHUX MEMOpaH OpraHesl.



* OCHOBHBIMH PETYIATOPAMU CIUSIHUSA MUTOXOHJIPHUH Y
npoxxken ABIstoTces 1 Tdaszpl Hapy)KHOU U
BHYTpEHHEW MeMOpaH MuToxoHapui Fzol u Mgml
COOTBETCTBEHHO, a TaKXKe OCJIOK Hapy>KHOU
memOpanbl Ugol

 [Ipouecc cMgHUSI MUTOXOHAPHUN KMEET OOJBIIOE
3HAQUEHUE JIJIA HACJIEIOBAHUS U COXPAHEHUS T€HOMA
MUTOXOHJIpUM. He ciydyanHo nepes MUTO30M WU
MEWO030M AApA MPOUCXOIUT CIUTHUE MEJIKUX
MUTOXOH/JIPYUM B OJIHY MJIM HECKOJIBKO KPYITHBIX
MUTOXOHJIPUH.



CyOKoMnapTMeHThbl BHYTPeHHel MeMOpPaHbl MUTOXOHAPHUH
MuToxonapum cogep:xart 0ko.10 800 0eakoB/1500 y yesioBeka

CyOkoMIapTMeHTaIN3alus BHyTPEHHEeH
MeMOpaHbl MUTOXOHAPHUH.

PacnipocTpaneHre MUTOXOHIPUAIHHBIX

’ GEJIKOB y9aCTBYIOIIUX B HECKOJIBKUX
TJIABHBIX ITPOIIECCAX MUTOXOH/IPUH

= ‘ ‘ OTIpe/ieJIEHHBIX METO/IAMU KOJTMUECTBEHHOU
Miad0p ‘ v ' MerdD MMMYHOIIUTOXHUMUH C HCIIOJIb30BAHUEM
/ 3JIEKTPOHHOTO MUKPOCKOIIA y S. cerevisiae.

CS

TAM

i

- -', AT "
PV '  Besiku BHyTpeHHeH MeMOpaHbl BOBJIEYEHBI

B CIMsIHUE MUTOXOHipuit (Mgmip) win
6enok pussizku (Miagop, TIM23
KOMILJIEKC) TTPEATIOUTUTEIHHO

' JIOKaIN30BAHHBIX BO BHYTPEHHEH
MmeMOpaHe. Kpome 6e71K0B, BOBJIEUEHHBIX B
okucuTebHoe ochopunupoBanue (ANC
adenine nucleotide carrier protein, Complex
ITI, Complex IV, F1IFO-ATP cunTaza)
MeMmOpaHa Kpuct 6oraTta kiactepamu Fe/S.

Ribosome

ATOo paclipesiesieHe HEPaBHOMEPHOE U
u3MeHsmwIeecs. JJnHaMmuka
nepepacupeziesieHus 0eJIKOB 3aBUCHUT O
¢usmosornueckoro craryca kietku. CS-
1nTo30Jb; OM, Hapy:kHas1 MeMmbpana; IMS,
MeKkMeMOpaHHOe IPOCTpPaHCTBo; IM,

' BHyTpeHHAA MeMOpaHa; M, IpocTpaHCTBO
Matpukca (Zicketal.,2009)



MexmembpaHHOE NPOCTPAHCTBO
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Puc. 1. CTpyKTypa AbIXaTeNbHOM NenH pacTeHHil H HeKOTOphIX FPHOOB.

* | — HAJIH-geruaporenasa

Il — cykumHaraeruaporeHasa

o [II — yOMXHUHOI-LIUTOXPOM C-peayKTa3a

* IV —uuroxpoM —c-okcruaasa

* V — H+-tpancnoprupyromas ATd-cunTasza



e KoMmiekchl AbIXaTEIbHOM LEMU MOCTPOCHBI U3 MHOKECTBA
MTOJIUIIETITHUIOB M COJIEPKAT P PAIIMUHBIX OKUCIUTEIBHO-
BOCCTaHOBHUTEIbHBIX KOPEPMEHTOB, CBI3aHHBIX ¢ OeakaMu. K
HUM npuHagnexar ¢piaasud (PMH (FMN) unu AL (FAD) B
xoMruiekcax I u II), sxene3o-cepubie neHTpsl (B 1, 11 u I11) n
IPYNIIbl 2eM08 (KOMILJIEKCHBIE COCAUHEHMS TOP(OUPHUHOB C
nByXBaJIeHTHBIM xkeie3oM B 1L IIT m IV). B I, Il u IV
IBIXATEJIbHBIX KOMIUIEKCAX TPAHCIIOPT SIEKTPOHOB COIPSKEH
C IIEPEHOCOM ITPOTOHA, B PE3YJILTATE YETO CO3MAECTCS IPAJUEHT
IIPOTOHOB, UCHIONIB3YyEeMBbIN 1151 cuHTe3a ATD (oxuciumensroe
gochopunuposanue).



* Ha kaxapi1 KOMIUIEKC JENCTBYIOT OIPEICIICHHBIE
MHTUOUTOPHI, HAIIPUMEDP, POTCHOH U MUEPULIMINH Ha
Kommnexkc I, antumunine u Mukcotuasoi Ha Kommiekce 111 u
muagua Ha Komroieke I'V.

* ¥V rpuboB u pacTeHul OOHAPYKEHBI TAKXKE aJIbTEPHATUBHBIC
IyTH TIepeHOCca ISKTPOHOB (anbTepHaTuBHaAsA Kommiekcy I
HAJIH:youxunon okcugopenykraza u Komrurekcy 1V —
aJbTepHATUBHAS OKCHAAa3a), KOTOPhIE HEUYBCTBUTEIIBHBI K
nerctBuio nHruontopo Komiuiekca I (antumunua A) u IV
(manug). AnprepHatuBHas okcuaasa (AO) uMeeT saepHoe
npoucxoxeHue. Ilepenoc anekrpoHoB uepe3 AO He
conpsikeH ¢ cuHTe3oM ATP u 3amacanueM dHEpruu, a SHEpPrus
OKHCJICHUS YOMXHWHOJIA KUCJIOPOJIOM BBIJICISIETCS B BUJIE
Tera.



—els. Bacteria
—atle.  Eudicots

Arabidopsis thaliana

Monocots
Eudicots dusioreHeTuyeckoe
apeso AQO,
Monacots MOCTPOCHHOE HA
-t Deuterostomia OCHOBAHHUM aHAJIN3a
— = Chordata MEePBUYHBIX CTPYKTYP.
-’ Clliates
—ar Algae
| - Algae

-t Kinetoplastids
—eml AsCOMYCetes

—eally.  AsCOMYyCetes

Acanthamoeba castellanii
- Mollusca
-t Basidiomycetes

——am Basidiomycetes
- Oomycetes




MexmMmeMbpaHHOe NPOCTPAaHCTBO
H' H' H'

+

NADH NAD H,0

NADH NAD'
CykuyuHar Pymapar

NADH NAD
ADP + Pi ATP

H H' H' H' H
MaTpukc

Puc. 1. CTpyKIypa OBIXaTeNbHOH NenH pacTeHHH H HeKOTOphIX IPHOOB.

AO HalgeHa y MHOTHMX BHAOB JPOXOKEH, BKIIIOYAs
Rhodotorula  glutinis, Candida lipolytica (Tenepnb
Yarrowia lipolytica), C. parapsilosis, C. albicans, C.
krusei, Pichia anomala (Hansenula anomala), P. pastoris,
P, stipitis, Debaryomyces hansenii, TaTOI€HHBIX JJis
yesoBeka apoxkax Cryptococcus neoformans W psife

IPYTHX.



AQO oOHapy:xkeHa B psiie rpudoB, Briawuan Ustilago ayclis, U.
maydis, Tapesia acuformis, Aspergillus niger, A. fumigatus,
Emericella nidulans, Ajellomyces capsulatus, Podospora
anserina, Magnaporthe grisea, Phycomyces blakesleeanus,
0CMO(PUIBHBIN APOxKKenon00HbIN rpud Moniliella tomentosa.

AQO HalJIeHa y Psi/ia MATOTeHOB: B (UTONMATOreHHBIX TPUbdaX
Sclerotinia sclerotiorum u Septoria tritici, IaTOreHHOM I
HaceKoMbIX rpude Metarhizium anisopliae, naToreHHbIX 1JIA
yesioBeKa apoxxkax C. neoformans, TepMaJIbHOM TUMOP(PHOM
NMaTOreHHOM rpude 4esnoBexka Paracoccidioides brasiliensis,
CIOPAaX OTHOCSAIIEr0oCsi K rpudaM BHYTPHKJIETOYHOIO
napasura Antonospora (Paranosema) locustae ¢
pPeAYyHUPOBAHHBIM MeTA00JIU3MOM, JTUIIEHHBIX
KAHOHMY€CKUX MUTOXOHAPHUIl U HUKJIA TPUKAPOOHOBBIX
KHMCJIOT, HO COXPAHMBIIMX TPAHCJIO0KA3Y aJIeHUHOBBIX
HYKJICOTHIOB /ISl HCoJib3oBaHus ATP xo3simHa, B
noayounorpoduom rpude-narorese Moniliophthora
perniciosa, BbI3bIBAKOIEM 00JIe3Hb KAKA0, U YIHAEMHYECKOM
narorene rumMopduom rpude Histoplasma capsulatum.
IaTorenn! npuodpen cNOCOOHOCTH IKcnpeccupoBars AO B
KJIETKAX X035IMHA, MPU 3TOM AQO BBINOJHAET BAKHYIO POJIb B
X BLIKMBAHUM, 0COOEHHO, €CJIU KJIETKH X03SIMHA
MOABEPrarTCH AeCTBUIO PA3HBIX (PAKTOPOB cTpecca.



MeTa0oandecKrue npoueCChl




* MeTaboan4eCcKHue CBSI3U IIEPOKCUCOM U
MUTOXOHIPUN
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B-OKHCIIeHHE KUPHBIX KUCIOT IIPOTEKAET B
MUTOXOHJIPUSX C YY4aCTHEM YEThIPEX (PEPMEHTOB:
aniI-CoA peruaporenasa, sSHOMI-CoA ruaparasa,

3-OH-ammn-CoA aperuaporeHasa, 3-xkero-ammi-CoA
THOJIA3A.

B-OKHCICHUE KUPHBIX KHUCIIOT IIPOTEKACT B
IEePOKCUCOMAX C y4acTHEM TpeX (DEPMEHTOB: allJI-

CoA okcupaasa, MyJabTH(PYHKIIUOHAIBHBIN (DEPMEHT,
3-keTo-anii-CoA Ttronasa




ﬂ U:mr'mc'arpus rees'r EEmm AAa
Coccidioides immitis EE N AAA
Aspergillus terreus HEEEE AAA
o Aspergillus niger EEENE 44
Emericella nidulans EEEE AAA
Aspergillus oryzae EEEE AAA
Aspergillus flavus EEEE AA
Neosariorya fischen EEENE AA -
Nemamriyge Sechen. EARE Aaxa O m B-OKUCJICHUE YKUPHBIX
190 As, ilus clavatus EEENE AA
T R LdE KHCJIOT IIPOTEKAET B
Hypocrea jeconna EEEE AAA _
Nectnia haematococcs HEEEE AAA MHTOXOHHP WX (aHHH COA
Gibberella 2eae HEEEE AAA -
Gibbereila moniliformis EEEE AAA feruaporenasa, sHoun-CoA
Fusarium oxysporum EEEE AAA - - -
b Wagnaportve gries e T, rugparasa, 3-OH-amun-CoA
EEEE AAA
|| # B teuropom crmsea mmmm Aa4 s JCTHJPOreHasa, 3-KeTo-aml-
Sclerotnia sderotiorum EEEE AA
L Botiyotini fucketans EEEE AAA E CoA Tnonasza).
Phaesosphaena nodorum EEEE AA S _
] | & Mycosphaereila grami{'yioola EEN AAA < AA B OKHCJICHHE meHI’IX
YViciouis lpole o e e wti A 8 KHCJIOT IIPOTEKAeT B
Lachancea Kuyven EEOO AAA
. Kiuyveromyces lactis BOOO aaa nepokcucomax (ammia-CoA
Eremothecium gossypii EEODO AAA
Saccharomyces castellii o000 AAA OKCHJa3a,
Saccharomyces paradoxus o000 4AAA v
Saccharomyces cerevisiae O0O00 AAA MYJIBTI/ICI)YHKHI/IOHEUII)HBII/I
Saccharomyces mikatae o000 AAA
Saccharomyces kudriavzevii OOOO AAA depmeHT, 3-KeTo-auii-CoA
- Saccharomyces bayanus OO0O0O AAA
] Candida glabrata 0000 AAA TI/IO)IaBa)
Debaryomyces hansenii OMODO AAA
= Pichia guiliermondi 0DOOO AAA OA O COOTBETCTBYIOLIHUE
Clavispora lusitaniae O000 AAaA
Pichia stpif's OmOO AAA dbepMeHThI, XapakTepHble 1 [3-
Lodderomyces elongi sporus EEOO AAA ?
Candida tropicalis EEDOO AAA OKHCJICHUC KUPHBIX KHUCJIO HC
o Candida albicans EEOO AAA 6
= Schizosaccharomyces pombe ooOoO0 Aaa HApPVKCHBI
Schr'msaa:harom‘;wsjaponicus oooO aAaaa — 0 py ©
Sporobolomyces roseus EEEE AAA ] CeprM 3dKPAalICHHBIC CUMBOJIbI
Pucania graminis HEN A A gg
Ustiil dis EEEE AAA —
agoFrpa sidiefla neoformans EEREE AA g" BCC romMoJioru
POl plecant : e AA 2 COOTBETCTBYIOIIUX (PEPMEHTOB
_[:i: Phanerochaste chrysosporium EEZE AA - o
Laccaria bicolor EEEE AA @
Copiinopsia cineree EEEE AAA IMPUCYTCTBYIOT Y MUTOXOHAPHUHN U
_ERhiszusor)zae EEER AAA
Phycomyces blakesleeanus EEEE AAA j L HepOKCHCOM
Batrachodhytrium dendrobat dis EEEE AAA Chytridiomycota
& — Encephalitozoon cuniculi OooOoOo aaa Microsporidia




CBsI3b MUTOXOHJIPUI C IPYTUMH OpPraHeIIaMU:
IIEPOKCHUCOMBI U SJIpa
(MHUTO3 U MEHO03) (KIETKU MULenus Agaricus bisporus,
CB53b MUMOXOHOPUU U NEePOKCUCOMDBL)




MuTtodharua

Stationary phase Macromitophagy

A4
mdm384, ':933

fmciA

'
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Nitrogen starvation,

Rapamycin Micromitophagy

Cxema mutodaruu y npoxoxeid. Mutodarust HHIYIUPYETCS CHUKEHUEM
MEMOPaHHOTO MUTOXOHAPUATIBHOTO MTOTECHI[MAJIA, A30THBIM TOJIOIAHUEM,
paraMuIMHOM WJIA BXOJIE€ B CTallMOHApHYIO (pa3zy. CHUKEHUE Iyna
rmrotatioHa (GSH) naruoupyrotr mutodaruto. [Ipu nHayKumm Mutodaruu,
MUTOXOHAPUATIbHBIN perenTop Atg32 CBI3bIBACTCS C aIallTOPHBIM OEIKOM
Atgll. Atgl1 HaOupaetr mutoxoH apuHU K KoMIuiekcy PAS, rne Atg32 moxer
cBs3bIBaTbca Atg8 oobiserdas opmupoBanue parodopa, KOTOPIN
OKpY>Xa€T MUTOXOHJpHUH. MUTOXOHIPUU MOTYT OBITh JIOCTABJICHBI B
BaKyOJIb Ye€pe3 MaKpoaBTO(Paronog00HbI UIH MUKPOABTO(PAronog00HbIi
MEXaHU3M.



Maxkpomurodarus Piptoporus betulinus
(21 cp. maneT-arap)

MUTOXOHAPHUA & -

<=1130coma




MUTOXOHAPUU U CTAPECHUE

Crapenue (aHIy. aging) 3To pyHIaMEeHTAIbHBIN IIPOLECC

00HAPYKEHHBIM ITOYTH Y BCEX OMOJIOTMYCCKUX CUCTEM 1 MOXKET
OBITh OIIPEICICH KaK 3aBUCUMas OT BPEMEHH yTpaTa (yHKIIUHN/M
1 DKCIIOHCHIIMAIbHOE YBEINYCHUE CKOPOCTH HACTYILICHHUS
cmeptu (Osiewacz, Kimpel, 1999).

Crapenue, IporpeCcCUpyOUIMM IpoLece AereHepalyi,
IPUBOIAIINN K BO3PACTO3aBUCUMOMY IMOBBIIICHUIO CMEPTHOCTH,
0o0OHapyxeHo y OonbiuHCTBA dyKapuoT (Dufour et al., 2000).
MonekysipHble MEXaHHU3MbI, OTBEUAIOIIUE 3a ATOT IIPOIIECC,
OCTAIOTCS B OOJILIIMHCTBE CBOEM HEU3BECTHELIMU.



[Ipu3naku crapenust Podospora anserina and Neurospora
crassa (senescent strains) (Griffiths, 1992, Osiewacz and
Hamman, 2006), k0OTOpbIE MPOABISAIOTCS HAKAHYHE CMEPTH
KJICTOK MHUIICIIHS:

3aMeIJICHUE CKOPOCTH pOCTa MULIECIUS U OCTAaHOBKA POCTa
Penykuust HaacyOCTpaTHOrO MULICINS

Yceusienue nmurMeHTalumn

dopMHUPOBAHNE HEKMUIHECIIOCOOHBIX KOHUINH
Hapymenue anukaabHOro pocta rud

[TomaBieHHe HUTOMIA3MATHYECKOTO HACICAOBAHUS



MuToxXOHAPHAABHEBIE CpaKTopr crapeHus

a-sen AHK mpeacrasaser
COOON OCOOBIN
MOOWABHBI HHTPOH —
rrepBeid HHTPOH (CoxT-i1,

O-HHTPOH, UAU Pl-HHTPOH)
MUTOXOHAPHAABHOIO I'€HA

cox1, KOAUPYIOILIETO
IIEPBYIO CYO'BEANHUITY
IIITOXPOM ¢-OKCHAA3BI
(cytochrome ¢ oxidase,
COX, Stahl et al., 1978;

Cummings et al., 1979),

aKCEAEPATOP/MOAYAATOD
CTapeHMsA, KOTOPBIU
IIPUBOAUT K
pEOpraHHU3aINN
MHTOXOHAPHAABHOI'O
I€HOMA U AUCOYHKIIIN
MHATOXOHAPHH

P. anserina
o-sen ITpe-MPHK cox 1 MPHK cox 1
e oT R R S \\a-sen PHK
TpaHCKpUITILUS CrutaificuHT
cox1
MT-I'eHOM M
TPaHCKPUITLIHUA
HK a-
/ ABTOoHOMHas o-sen K IHK ,, ]l o-sen

HMHTETPUPYETCS. B MT-T€HOM
ITyTEM I'OMOJIOrHYECKOM
peKoMOUHaLMK

O/ Huxnuyeckas a.-sen K AHK

|

Crapenue u rubesb KIETOK

Cxema BBIPE3aHHSA U HAKAITAUBAHUSA IIOCACAOBATEABHOCTH X(-SEN
B CTaperoInux KyAvrypax P. anserina (Apsxos u Ap., 2005)



Haxonaenune pakTropoB crapeHus: y
Podospora anserina

I —

-

I'mda cBepxy MoaeabpHas cXeMa HAKOIIACHUS U PACIIPEACACHUA MEKAY KACTOK YCAOBHOTO (pakTOpa
crapenus. y P. anserina.

I'mda canzy MoaeAb MOAOAOTT TUBI



Haxonaenue pakTopoB crapeHuA y
AP OIKEN

&%J‘O

MoaeAbHaA cxeMa HAKOIIACHHUA U PACIIPEACACHUA MEKAY KACTKAMH YCAOBHOTO
dakTOopa cTapeHus y APOAGKEN. Y APOAKEN YCAOBHBEIN (DAKTOP CTapeHUs (KpaCHBIE
TOYKH) AOATOE BpEMsA HE IIEPEAACTCA AOYECPHUM KACTKAM U HAKAIIAUBAETCA TOABKO B
MaTEPUHCKON (PpUABTpAITAA).

®axrop crapenus apoxcxert - pAHK-mosropsr (Bitterman et al., 2003), sxcTpaXpOMOCOMHBIE KOABLIEBBIE
dparmerTer pAHK (a0 1000 B kaetke).



Poib MUTOXOHIPUH B AlIONITO3€ KJIETKH

Ocobas poJib MUTOXOHJPHI B CHCTEME BBIOOPA KICTKH
MEXKAY KU3HBIO U CMEPTBIO ONPEACISACTCS TEM, YTO OHU
SIBJIISIFOTCSL OCHOBHBIMHU I'€HEpaTOpaMu aKTUBHBIX (hOpM
KMCJIOPOJIa B KJIETKE, a X MEKMEMOpaHHOE
IPOCTPAHCTBO CIYKUT ACIO MPOAIONTOTHYECKUX

(haKTOPOB.



[Ipu3Haku anomnro3a y Ipoxiken Saccharomyces
cerevisiae
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Cxema myTeH anonTo3a y rpu0oB
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Mopdonaorust MUTOXOHIAPHUM KIETOK ITyOMHHOIO
mMuuenus Agaricus bisporus, HaXOISIIETOCsS B CTaIUU
~ aloInTo3a
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YABTpacTpyKTypa aoNTOTUYECKOM KJIETKH NTYOMHHOTO MULIETHS
Agaricus bisporus nociie JJIUTEILHOIO KyJbTUBUPOBAHUS
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Figs. 1-5. Scanning clectron micrograph and light micrographs. 1. Fungi colonising the thick-
walled sclerenchyma and vascular tissues of a rice straw fragment in the rumen of a goat, 2. A
uniflagellated zoospore (P. mimaus). 3. A polyfagellated zoospore (N. fromtalis). 4. An
anaerobic rumen fungus (V. fromalis) with filamentous myceloid rhizoids. 5, An anaerobic
rumen fungus (C. communis) with bulbous rhizoids. Bars: 1 =25 um: 2-5 =20 ym.




Pacnpocrpanenue

* ['uaporeHocomel ObLIM OOHAPYKEHBI TpUMEPHO 40
JIET Ha3aj1. DTU OpraHeUIbl IPUCYTCTBYIOT Y pa3HbIX
HEPOJICTBEHHBIX aHAPPOOHBIX IYKAPHOT, Y KOTOPBIX
HET MUTOXOHAPHUM (HampuMep, XUTPUIAUEBBIC IPHOBbI,
aHa’POOHBIC (DIIATCIUIATHI U [IAJINATHI).

[ UAPOreHOCOMBI UMEIOT C(HEPUUECKYIO UIIU
OBaJIbHYIO (hOopMy, 1—2 MKM B AuaMeTpe, HE CoJiepKar

HK. CxogHO ¢ MUKpOTEIbIIaMU OCIKU

F

TUAPOTr€HOCOM KOJIUPYIOTCS SIIPOM, CHHTE3UPYIOTCA B
IIUTO30JI€ U TPAHCIIOPTUPYIOTCS B OPTraHEILIbI.



I IpoucxoxaeHue

 IlomararoT, 4TO 3TH OpPraHesbl MIPOU3OILIN OT
9HJIOCUMOHMOTHYECKUX aHA’pOOHBIX OAKTEPUN WIN apXeH,
XOTS B ClIydae TPUXOMOHAJ BOIPOC OCTAETCS OTKPHITHIM.
IIpeanonararT Tak)Ke, 4TO OHU MOT'YT OBITh CHUJILHO
MOIU(UITIPOBAHHBIMU MUTOXOHApUSAMU. ITokazaHo
IpUCYTCTBUE O€IKOB TerioBoro 1oka (Hsp60 u Hsp70) B
rugporeHocomax Neocallimastix patriciarum, KOTOPbIE
y4aCTBYIOT B MUTOXOHIPUAJILHOM UMIIOPTE U (posiauHre (OT
anni.folding yknanka) O€1koB, 4TO MOXKET CBUIECTEIbCTBOBATh
O TOM, YTO THAPOr€HOCOMBI HMEIOT MUTOXOHIPHAJIBHOIO
peiKa WK O0IIEero npejaKa ruiporeHoCoOM U MUTOXOHIPHIA.



OyHKIUH

[ 1aBHasg (PyHKUMS THAPOTEHOCOM — 3TO
OKMCIIMTEIbHOE NeKapOOKCUIIMPOBAHUE
NUpyBaTa, CONPSKEHHOE C 00pa30BaHUEM
AT®, ¢ 3JICKTPOHHBIM TPAHCHOPTOM YEPE3
(hbeppEeaOKCHH, KOTOPHEIM 3aKaHYMBACTCS
00pa3zoBaHMEM MOJICKYIIPHOTO BOAOPO/A.



* AHa’pPOOHBIC XUTPUANUCBEIC (HAITPUMEP, BUbI
Neocallimastix n Piromyces) MeTa0OIU3UPYIOT
Manar (0O0pa30BaHHBIN U3 ITIFOKO3HEI) C
oopazopanueM AT® u anerara.
BoccTaHOBIEHHBIE S3KBUBAJICHTHI B PE3YJILTATE
AEeKapOOKCUINPOBAHUS MaJjlaTa HE IIEPEX0asT B
MUTOXOHIPUAIILHYIO 3JIEKTPOH-TPAHCIIOPTHY IO
II€IIb, HO UCHOJIL3YIOTCA Fe-ruaporeHa3somn ajis
(OpMUPOBAHUS MOJCKYISIPHOTO BOJOPOA.



KntoueBbie (DEpMEHTHI THAPOTCHOCOM: MHUPYBAT:
(eppEeIOKCHUH OKCUIOPEAYKTa3a U THAPOreHasa
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Cell membrane

Cytoplasm
Glucose
lGlycolysis
Pyruvate €0, + H,

Hydrogenosome




buoreHes

*  MonekynspHble MEXaHU3Mbl OMOT€HE3a TUAPOTrEHOCOM €111€ BO MHOT'OM
HEU3BECTHBI. [ UIPOreHOCOMBI ACNATCS TPEMS CIOCO0aMU, CXOHBIMHU C
MUTOXOHJIpUAMU: (PparMeHTaIue, JeJICHUEM TI0I0IaM, U B IByX B3aUMHO
NEPIEeHANKYIJISIPHBIX HanpaBiaeHUusIX. OHU MOTYT JAEIUTHCS B 1000 (aze 1ukia
KJICTKWA/OpraHu3Ma U OT Hee He 3aBUCIT. OHM OKPY>KEHBI JIByMsl MEMOpaHamMu U
UMEIOT TPAaHYJISIPHBIN MaTpPUKC. | ©IpOreHoCOMBI aHa3pOOHOTO Tprda
Neocallimastix sp. AMEIOT OJIHY WJIM MHOKE€CTBO NEPUPEPUUECCKUX BE3UKYII,
coJiepKamux kaiapiuil. [lepudepudeckue Be3UKyIbl MOTYT OBITh U30JUPOBAHBI
OT MaTpUKCa TUJIPOTE€HOCOM U MPEJACTABISAIOT COOOM YETKUI KOMITAPTMEHT
TUAPOTEHOCOMBI. [ MAPOreHOCOMBI ¢ HApYIIEHHBIMU (DYHKIIUSIMU YIATSIOTCS
aBTO()arnuecKuM IMyTEeM UM MOJIBEPTaroOTCs ACTPaalliy B JIN30COMAX.




