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L Hiv)

AN Ao E ki, ATEEER IS O SEENRE B OEINFEIT LY, FDREOLA
BEFITHEMLTEBY, 5% LI LIHEMT 5 LTRSS TS, LARITHT
5 IEYNRRSCIEIIEIR N E L L CE OO, FHTEERORL LT HAREED
SRR E L THIRHERETH 0, IR ZRIRIFEIEORENL RO BTN D.
DAREDORIESCHERICEDAIR L LTLEVET I 7B HMLNTEY, O
BVET VU TEMHITDHZ ETCOREBORIEEZ THTELZ EBRHREINT
WD TEOHIEN D, LDEYET U 7 OETICOHI har KU 7 OMEER
ENEETLLEEZLNLTWS. 2 bay R TR AT —FEADOF LR
FzH, DB ERA O & 9 2= L X —FE O & g TIEE O&ENIFr
WCEECTHD. 2 Far FRUTHIEEICIZE HREREEBRT DX X7 B
GIRTH D complexI, II, III, IV AFIEL, T 6 OEERIZ L Y NIENSMZ
7 b OREARPESIL, ZOREAREZFIH L T complex VIZXL Y ATP
WEAIND. ZORISEBIER) ) gl &S, B mERO 9 5, complex
I, III, IVIZS 57258 A51KTH S supercomplexes (SCs, HBEAMN) ZHEAk
L, IR EBIZEEZITAD EEZ BN TWA. Complex I IFLAED LM I
Fary FUTIZBWTINETICEEZ HIES L, LDAETEOERENME T
DI EDRHREINTWD. —J, complex IT 1% SCs (213 & £/ TE 5T, complex
IT (ZB99 B2 AF%81% complex T & br#k L T 7220, SCs 13203 MIC ATP pEA S
NHEZEZHNTVAEN, SCs IZEHEIN TS complex I &, SCs IZEFENT
W20 complex IT 282 2 KU T D ATP FEAICEFNENEOREEHNL C
WD E WD BRI THIFE OMEEE L Hhlg L 72 iF9EIX 20 E T2,

INHDZ ENDIE XL complex IT DHEREICEH L, Ofh, BHAHI hav
RUTIZHEWT complex I ORE L i35 2 &, LARICBITLHLHI h=
YRUTHEEIK TORA =R LERALNZTHZ L, DAEDOI har KT
BB NI D IRIRE A T2 2 L A HRYE LTz,

[F1EF & k]

C57BL/6 ~ 7 A DL~ hk i &, a8l (H9e2 Mifla, C2C12 #ifd) 7
SEREEL7- I b oy KU 7 OMLEES OROBOROS #8100 Oxygraph-2k % ff
ML THIE L.

DAREETIVE LT CETBL/6I ~ 7 AT ZERL L, AFihE Lz~
A&y ha—/UREL Lz, = a— |2 X0 .DEERESC D NIE, BEE 231 L 7=,

FHR-CAAE 2N D HEE L 72 X =2 KU 77X whole cell lysate (23515 5 & /3
VERBELE TN —A T 4 TEIIKEESLCRKY 77 VA7 I R VEKIKE)
FEIZEX ORI L7z, 72, RNAZH#iH L, PCRIEICE Y mRNA L~ L DF3EL
=R L7z,



[FE R ]

C57BL/6d ~ 7 ZAD L ff, BAEHMNOHB LI har Y7 CHIELE
complex II FEEHE & complex I FEREEIZH B Z1L72 <. complex II FELHEIL
complex I FERHEIZVCHL L7=. Complex II FEZEEIZE AR L L TP complex 11
DIBLE L AREICIEOMBEZ R L7ZDIZ% LT, complex IT FEIKHEE & complex
IV 72=y FOFEHEITHERHEEBERII R -7,

DAREBEEOLA I h22 R U 7 @ complex IT FEREIX, =22 b — LR L b
i U CO AR ZER R (6 IefElf2), @M (28 A#) L LICABEIIK T L

DR FENE, I har RUT Y720 O complexIl 7 2=y N EH
K- DB ED DN ERECHBEIZIET L, complex I EHEHHEIIKT L7,

BT, DAERHOI Far R 7 %70 O complexII 7 2=v FOR
ARTFOFRAEIT P — AL BT RNz, —T, #EKELTD
complex II ORBEITLAERETHEIIET Lz, AR CIRLARERY 7=
VDY = CoANBI L, I bhar RUTHXURXTEDOY T o= AbhMK
T Lz, DARERETIIOH TOr F ARG, ~AERBTUE L. DARERED.O
I har RUTIEH IV =VCoAZEMADEI Fary RUTZ T DY) s
= UABIEEEIN L, complex IT FEGEEIZCEE L7z, BEEKRIC 7 U 2L
THiE L7z H9e2 MfIEI ha v RU T Z U RIEOY 7 = ERET L,
complex IT FEZEEME T L7, 2D har RUTICH I =/ CoA #MZ 5
EV T = AN L, complex IT FEWRREILZ A L 7=,

[&%2]

C5TBL/6I <= 7 AD N, A HEEE L7 k2> KU 70 complex 11
IR HEZS complex I FEIRREIZILEAL 722 &0v, X ha v RU 7o ATP FEAEIC
BT complex IT I% complex I & [RIFICEBEREE 2R L TWD Z EDRE
S 72, SCs & £472 0 complex IT DFEILHENS SCs DAL EFE T 5 complex
I OFEREE L A TH D Z LITHREWFER TH 0, MEEEN R Th 2B
DONWTIIE R S L7 bR LE - E 2 5. Complex IT FEWHEIT complex IT ™
R & EABEICEOMBEZ R L7=DIZ% LT, complex II 7 =2=v DRI
EEIIMHE Lo &5, complex IT 23ERET 5 72912 complex IT &
KEWRTHZENEETHS Z L, complexII Y7 == h®—#[IX complex
II OFEEEICIESERS 5 L T\ EvRiE S 7z, Complex I 7 2=y k@
—HBIT M CTHEET D, b LMo Z VX ITBEAEKRDOHERESRZTHD EE X
bz,

DAL I b2 KU 7O complex IT FEREEIE, LAFHZEZ R (6
RF#%), 1@MEH (28 HEE) Wb br— il i L TARICIET L
25, KT U7 RN L » THERAR > Tz,



DI ERFINE, I har RUT Y720 O complexIl 7 2=y FEH
KA OFBRED DA TIERTLTEBY, 22 complex 1T EHEDKT,
complex IT FEREEDIK T D —K & B 2 HiTz.

BEEE, DAROI Far FY 7 Y4720 @ complex IT A IROREL &I
EKFLZbDD, complex II 7 2=v FOEERFORHREITZ Fr—L
HELASETHEL TR, RHLIIRRLIERN S DL Z BB X 6. LR
BRETILLHIZBIT 7 B ARG TUE LY 27 2 =L CoA NHE S
o, DS 720 O 7 =0 CoA W LTz, ZORER, I har RUT
BURTEDOY T = ALPME T Uiz, BRKIZZ ) U2 RMLCREE Lz
H9c2 MifdiZ I b RUTH U RIEDY 7 = AL2MET L, complex IT -
WEEMET L7, ZOI har RUTIZHBZ7 =L CAzEMzDEF T =1
{E23EI L, complex IT MERREIZE LT Z &I hary RUT X U RIE
DY 7 2 = WABIK T2 complex 1T FERFEIR T ORK &5 2 btz FEEE, LR
BEEOI b2 RUTIZH 7 V=L CoOAZRMLTI har RYT XU
DY 7 =) ALDEEN L, complex IT FREREIZCE L=, V7 > =/ {LDER)
B R EIIAMZE TIZHA O N> TE LT, SHBOBFELETH 5.

F7o, BT complex IT HAERORELEIME T 5 A T =X LT+ 10 fF
HTERDoleh, THNETORITHRENL I N F ) EUBELGLTWS
AREMEINE 2 Bz, ZORICOWVWT LS HOBRTIRETH 5.

[

< ADLME, BB har R T ATP EAIZBWT complex IT 1%
complex I L[RIZFICEHETH DL Z LRI k.

DA~ ZADO0H I b2 R U T complex IT FEEAEIT B4, BHEH L 42
oy bu—/URE L B LTI L7223, IRT L7 IRIE R e > Tz, BENTI,
S harRUYTH%2D O complex II 7 2= v FLEERFORBEDIK TN
BERE L TO complex IT BHREK T A &, ZDRER complex IT FEWZEEAME
T ULz, BN, ~2E7 M ARG OTTEIZ LD 7 2 =)L CoA 73 H
BINTEADL, S ha v RUTERIEOY 7 = EPMETF L. 7
=ALDIE FIZ LY complex IT FERAEIZIE F L, 2 2=/ CoA &I ha K
VTN T5ZETI hary RUTEURIZEDOY 7 =4k, complex II
MR RE IR L7z,



