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1. & - A#9
T b KU TIZiE, #% DNA &3 E 72 50 E O DNA (mtDNA) 3% 5, O mtDNA (23— K

EN BEOEAEZHRT S0, I har RYTIIMAOEAEGRRNFEL, MEDY
RY =L’ 5, WHEI b3 R 7 VR Y —AOLBEREKIL 558 TH Y, 39S KYT=2=v k&
28S /YT o=y TR EN D, EDNAICa—RanZ ) RY —AEAE L mDNA ([Ca— R &
N7 VR Y —ARNARNA)DKLAGDLS > TI har RUTURY —AFHEER SN, TOESE
RISV, 7'V T U —OMFEZIILD & L THIIBEME Eo X 5 ITEEH LT D0k E,
HEVHFESIN TR, T, ISP RITIVRY—LEAEOERICL D R—F 0 Y fF7R
EOMBEMRBORBENREINTEY, TOPFITIEI har RUTURY — AOESRKICERF
DD ETBINTWNDLHEDONRD D, O XD IR EBORIEHRNEZBRT 2 ICIFMAFEI h= o 8
U7 VRY —LDOEGEIEEOHANLETH D,

UARY = LADAEERTIE IRNA O7 s 7o E VR Y — A& BB OMAAT D R
IThihT\nd, ZivhDOimfElT helicase RXEHfEEFHE . GTPase 72 & Dk 4 7p A£G LR 12 K - THilf
SNTWDH AL TITE FDO G H¥ XV B TH D ObgHL & Mtgl 127 H L7, ObgH1 iX Obg familiy
WWBLTHEY, XZFUTO 0bg 13V ARY—2D%MOT 7Y —ICEE5T5 2 LR EnT
W5, F7z, ObgHL XX ha v RYTIZTRIEL. KIFE O Obg RIFEAHM TE 2 Z LA ST
W5, Mtgl ix YigF/YawG family (2@ LTk 0, N7 T U T D YIgF iV R Y — 2% Mo78 7

—ZET A EARBEN TS, BEREMgL I, S har RUTICRELTEY, KEIZLD
S Ay FUTOMREHRLI Fary FUTORNADHERROATWSZENS I har R
TUVRY = LOAEGHICEAET 2 Z LRI TS, B F Mgl iZo0WTiE, 2 b FUTIZ
JET 5 Z & ClERE Mtgl OREREZ MM+ 2 Z L G ST\ 5, ABFFETIX ObgHL & &+ Mtgl
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DREREICOWTHT 21, WS b2 FU 7 VR Y — AOLEGEEHIC OV TOMAL LD
L LT,

2. EGiER
ObgH1, Mtgl ® X b =2 KU 7 CORJTE
TN ETOREYOIEIC I D REMRITICE Y . ObgHL & Mtgl (X3 b= RU TIZRET S Z &N
Do Tnd, £Z T, ObgHL, Mtgl 282 b KU T D EDERSICRHIET DD EH~ =, 2 b
ay Y7 aSME, M. ABEL < MU 27 AT E L, Western blotting © ObgH1 & Mtgl % it 9
%L, ObgHl & Mtgl 1£3 b 2o KU 7 OWNBICRIET 5 2 & BT,

ObgH1. Mtgl & X b= KUY T VAR Y — L OMHENER

ObgH1, Mtgl 3J&9" % Obg family, YIqF/YawG family O & FE 1% GTP IKTFHIC ) AR Y — LD K
Taz=y MeFAEERT LI ENMBN TS, £Z T, ObgHL, Mtgl A = RUTDURY
— L EAHHEAERT 2002 M0 Uiz, FERLL 72 555 U AR Y — 4 L REHL L 7= ObgH1, Mtgl % 4k & 72 fiiH
® GNP fFE T TIRA L. ¥ = B AR (SDG) (2 L W 43 L 7=, Z DOfEH. X 112777 X 9 (2 ObgH1,
Mtgl 7% 39S KH¥~7=2=v FNEMAMEAL, 555 UAR Y —ALITMHAEERA LRI ENNholz,
ObgH1 i% GTP X° GTP D IEMKIRT 1 7T % GDPNP f77E F T39S K¥7 2=+ L HHAIEM
LCWW e, ZHUkt L, Mtgl 12 GDPNP {7/ F CO#4 39S K¥7=2=v FEMHAEEAL TV, S
O, BEEMEAGIRK LI b2 FY 7 OMEKRICE W T ObgHL, Mtgl 1% 39S K7 =
NEMHEAERT D Z B 0o,

Mtgl & 39S K¥7 2=y FBEETDHZ L R0 T, Mgl DKV 7 2=y k L TOREA
WALICBE T DM ARG HT-DIC, 7R U7 & ToT, LT 39S K7 ==y b & His-tag
Mtgl % GDPNP 7£7E F TR, sulfo-MBS i\ CZ7u 2 v 7 Lz, Yo7 raiiiEhtsb 2L T
free ® Mtgl ZBrZ, SDSIZL Y Mtgl £54 39S K¥7 2=y hENFRFIZ LIk, NikERT 5 2
ETMigLl 7R LEEbDEEI L, LC-MSIMSIZXk W 7 a2 v LEEEA-EERTE L
TofEH. Mtgl 1L C100rf46 & 7 0 R Y 745 Z LIy hoilz,
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IB : anti-ObgH1 IB : anti-Mtgl

1 ObgH1, Mtgl & X h=x> KU T U AR Y — ADOFHAIEH
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ObgH1, Mtgl @/ v 7 X0 > OEEDFRNT

ObgH1, Mtgl % RNAi (2 XV —@IZ / » 7 X0 v LTEREOMIIC 5 2 D582 T ~T-, 7,
2 bz KU 7@ rRNA IZOWTHENT L7=, RNAI ZLEE L 7= & total RNA ZfiiH L. Northern
blotting (2L VW X F =2 U 7D rRNA IZOWTHINT L7z, ZOfEH, ObgHL, Mtgl %/ » 7 X'
LTHI Far FUTOMRNADEIZEMITA LN, 7z, BiAOER bBIZE IR0 o7, 2
? Z &% Obg family, YIgF/YawG family EFE A IRNA D7ty o 72545 2 & B TH
27,

WIZNNVATNJAEIZE Y I by RY 7 CORMPIEEEZFI 7=, ObgHl %/ v 7 X7 325 &
I har RUTTORERAY = DB T D ERbhrotz (M 2), 1FEAEODEAEAKRITIRE
PRIAEN RN DRI L, ATP6 & ATP8 DA RREN EF LTz, Zhicx L, Mgl &/ v 7 Z o
THE, I hary N T7OMFIEENSENICIKRT T 5 Z L8 0ho7c (M 2),

S DI E SR~ DR EZ T, ETHREES ROV T 2=y FOERE LD NT
T L=, ObgHl %/ v 7 X v LTCHZNIEEREREMITR ONRoT, ZHUTx L, Migl
)AL THE EDNAICa— RENET T 2=y MIEED 20 o572, mDNA (22—
REnet 7=y bOBEITHID LT e, RICHEREESEROT 227 ) —{Z21 T Blue Native
PAGE ([C L WiEHT L7 (M3), Mgl %/ v 7 X o325 E ., Complex| & IV OEREDY . ZIUHE
- T Complex I, I1, IV TR X415 supercomplex
DEBPD LTz, 52, Complex V (2
WTHT YT Y —ICRIBAET, BERES
KON A LN, ObgHL %/ v 7 X4
% L& Complex VO 7 &7 ) —D IR L7
0| BEREAEERPER LI, 20 Z LT ObgHL
w7 HE T LTEREZ, Complex V O 7 =
= hTH % ATP6 & ATP8 OFIFR &S EH- L T
WHZELBEBRLTVWS EE X BND, % DNA
Wa—FESh7ZEAHEOATER SN D
Complex 11 (2B L Tix ObgH1 =° Mtgl %= / » 7
Zu L THEIR N7,

CBB staining autoradiography
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Complex | Complex Il Complex IV Complex I Complex V
(39kDa subunit) (Core 1 protein) (subunit IV) (70kDa subunit) (aesubunit)

K3 X har RUTOMNEEEASAE (Blue Native PAGE)
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ObgH1. Mtgl @ GTPase i&

Obg EHEIHMEWNRPED GTPase {EMEEZH L TWD Z ENHE SN TS, F72. YIgF/YawG
EAEILY R Y — AMEFN 7 GTPase {EMELFf - T D Z LB N TS, £ Z T, ObgHL & Mtgl
@ GTPase JEMEIC W THENT 24T > 72, ObgH1 (2 2OW T 2 £ TOHAE & FEAEICHNEMED GTPase
EMEEATDHZ L NbhoTz, ZTHICK LT, Mgl IZNRMED GTPase i&1HEIZA L T - 7273,
39S KHY 7= F LLIE55S VAR Y —AKIFH 7 GTPase {EMEEFF> Z & 23035 72 (K = 0.031
+0.001 min?) (K 4), £7=. ObgHLl ® U AR Y — AKAIFEHI 72 GTPase {EMEITMH SN2 77,
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4 Mtgl @ GTPase I

3. £lolEE

AWFFEIZ LD ObgHL & Mtgl (£ 39S KY 7=y MIFEA L., 2 by KU 7 OFIRRIEMECIEL
FHEAROT T ) —IllboTnD Z L Rbholz,

Mtgl (X 39S KH~7 ==y RMZ LY GTPase NiHFM LI D, SHIZ, 39S K¥ 7 2=y K & DS
I% GDPNP OAF/E F O AR FAIHE T, GTP X° GDP 17(E F CIIRI TE Zevotz, 2D &vH Migl
13 39S T GTP Z AR 25 & 39S mbfifff T2 & Ex bbb, ZDZ LT N7 T U7 D YigF
THHRLI, MtgLiZ YIgF ERERRICKY 7 2=y FOAGKIZEG L TnWbH EEX LD, Mgl %
I AT LEEEICALBND Fay Y T OGO KRN RETIZ, Mgl 2/ v 7 &
VELHZETYRY —LDERENRFTIZRY, A LIZ Y AR Y — 2080 L TWnWa it Ex
b b,

ObgH1 I GTP X°> GDPNP f#/E F T39S K7 = hLFEA LTz, F2, U AR Y — MMEFH
7% GTPase I&MEITMIE T& Ao 72, ObgHL & Mgl & [AIEEIC GTP fEAHTU R Y — AITHEA L.
GTP DMK EE -S> TYRY — LGS 5L EBEZXONDN, ZTD AN =X LT530> TR
W, D123 ObgHL DFEBEIZBII> - T D ATEEME S B 2 Hav, S B 7R DT AL ETH 5, ObgHL
B I BT FREEA RO Complex V OV 7= K THDH ATP6 =2 ATP8 D FHFRIE M
NEFTDH, &5I12, ComplexV DT 27 ) —IZbBENEL, BRE2EAERNERT S, 20
Lint, ObgHL 283 b2y U 7 OFERCMREHES KO T £ 7 ) —ICBE LT\ 5 Z & iTbn
S72, LU, ObgHl OFEMREENCE L TXZ LR AT METH S,

Mtgl &7 e A Y > 7 L7= Cl0orfa6 (ZHHIEE I Db > T BRI & LTHLATE Y | E0H
RV RET D EEb TS, ZHETIZ Cl00rfd6 78X b= KU 7IC/HE L THRET D L\ 9
WX /2 <, Cl00rfd6 A b RUTIZRIEL, LIV RY =L LBROH LK TH DM
SR DAL ETH D,
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