ML ONEDESE

WSUEE X hary RUTIROZKNCI T 2 FEREIE SR V O E LRI REATR
K4 N BF

[FX] 2 hay R TIIAEROEE L RV —Th 5 ATP % A9 5 EEAMIEN
INRE Th D, ATP D5 L R D WREEGRIL, I har FU 7HIE LICEET 54
VRIEEERT, BT EEBELENOEONIMNCT v b A E KT 5B EER (H
HBRI~IV) & 207 b AEEFIH L TATP AkZ1T 5 ATP AkiER (AR
V) ot Ens, I hary FUTHEIE, S har R 7 OO0 OERFIZED |
PR & Pl & LTSS AR ek & E - TRIEBHECTH D, I Fa v FUTHHODJR
KA 7203, P CHLMREHESROREIZE D2 OB KRETHDH, LizB->TI hay
R U TR OZE O - OIS FHIRNT . R BR2 kS LW AT, MERBHE A RO (LT
RN EE T 5, MEREEHEARORME L L ik, BER & LTl < SEAEROREEEN
HES, Blue native PAGE (BN-PAGE) %MWz A KO R - &N E23M T
%, BN-PAGE &%, # v 37 VS FICEXIKEI 21T 9 native-PAGE ODFiED 1
DOTHY ., MERZARETUIETHZLICEY BAMEELZRoTCEEDO X R T 2 KRE
SIS U THRICHIE ST CTUKE) - DBECEX 5720, FFICHERSES RO L 9 iy Xy
OFHIZE L7 HFiETH D,

PR B AR V REVEIZE ARV (F1-Fo ATP A RklE#E) ORFEIC L DHRE T, WPk
BERDOEFORTIIIHBIENTH 5, FENRIEEEZ 23 20 H 505, BIRE
WITIFF R DOZE ThH D, EAERV 2K T 28OV 7=y MII har N7
DNA (mtDNA)., ¥ DNA O FIZa— RENTWDHR, HEAEKRV KEIEORRK & LT
mtDNA LD MTATP6 % X O MT'ATPS DZERIZ L 5 b O K& &2 5D D,

BERV OBSEIEERE TN 2 RS H VL L TR O3, MEREHESRORERTE
PERE OXIGUIE AR I D IV ETICR O D T EREV, EIZ2W ORI SE S
KD BN-PAGE & THiAT & 4125 Z L IE— MBI TRV, ZDHI hary RUTHERE- T
BHEICHLEEERVIZOWTIHIiSND Z &3 TH Y . HEKRV KBIEO—HITZ WS
O3, WRBOMANR 5 Lo TOWD RN H D,

[HE] ABFFEO HANE, FEREHEAE V RER 2 B9 2W9 5 729012, BN-PAGE
ERERTEMERE IS L VARV ORFEZRHTE 20522 & &0 26Oz i@
L THEAEV KEEOREREZMHATLZ L TH D,

[ 53£] 1999 475 2015 4FOHIRNIZ I b2y KU TIHREDRNO - OIZHERN 72 X



AU, ESCRE - SRRRERITEE o 2 — DB RR DS R SAVSERI D 5 B mtDNA fi#
2T MT-ATPE & 5\ ME MT-ATPS\ZE B F 721380 7 2 MRFEE SH, 7Bk
MR A RE CTH - 72 1TIER Z xS & Uiz, 0D O BEH AN « F S8
IS X OSSR L2 hay RY 74 2 VT, FEREEE A 1A BN-
PAGE & BERIEMRIE AT o7z, BAKV OBERIGME & LT ATP GRS % EEA0E
BI-0iE, FlEEHRAZREE LTI b2 r R 7 NIERHER: S U RBETHIE T 5 4
BN G O BT AIC IREE 2 7290 ABFZE CIIi SUE T 5 ATP KA RO 2 HIE L
oo AEDOKFIAE LT EHZV m.8993T>G/C AR A H T 5 6 JEBIZ DN T A m v —
7 T A2 XY mtDNA OERRREEIT -T2,

URER] JEBIT 17 BT, B8, LIBITHo7=, NEMORIENEZL, 1FEALIT2
AUARTIZFEAE LT e, ERIREZHNE Leigh E, X b= RU T IA/3F— K8, @k
HEATVESMRAT BB T 0 | AR FIER TH o 72y, ZDIE O LA 12 & PHE %
BT DHI0R% 0> 72, mtDNA OEEOWNRIT, MT-ATP6 L OB 15 4

(m.8950G>A (1 #1), m.8969G>A (1 #). m.8993T>G (4 ffl). m.8993T>C (2 #i),
m.9035T>C (1), m.9139G>A (1)), m.9155A>G (2 f5)), m.9173T>C (1 1),
m.9176T>C (1), m.9185T>C (1 f5)). MT-ATP6/8 4 —/N—F v FHEIRO L H3 2 45
(m.8528T>C (1 #), m.8529G>A (1 #4)) THY ., ZD 5 LIFFEMEDHELL TWHE
BT (116D, WEITH D DREMARMEE DAY 7 b 3 (B ) KD
NYT R 2FE B A Thote,

BN-PAGE TiE, fifFiia b2y RU T E2HAWZHEAE 17 6id 4 F, S5 =
U RUTEROWTESGAEIE 1T HF 11 #1 T, EEMEEIRV (holocomplex) DA<, 77
FEDO/NZVEE 72 subcomplex & f#H L7z, holocomplex & subcomplex O FbE[3EHF]
WKV RETH T, —HORER] TITEERRHEF I OV TH AT L, A 2R & kR
DFERE G2, m.8993T>G/C ZE[|THOEFRFIL, AL T 54~100%., BT 76
~100% CTH -7z,

ATP NK 3 fRTEMERIE Tld, FH2EHIAaC & B 8A C b A B RIS T 2708 L7l e h

D77,

/]

[B£] BRBIZIZETHY, I ha FUTHRICHE L2V SDTH 723, JERSOM
BT RO TEAIRV B2 BET S Z LIIRNEETH-7-, BN-PAGE TITEAKR VT
W 3 FiFHO subcomplex i H L. 4 subcomplex O/ &I EICHRESINTWDT
o7 VWA (F1, Fl+Inhibitory factor 1 (IF1), F1+IF1-+cring) (Z&E L7,
BRI MR L 0 AR X Fa s Y 72 AWESAICEm < RIS LT
HEREHT HIEFNZIRIVIE, 1ZIT2H] T subcomplex DG 2t Lz, —FH T, W
PEINSERIIR N 7 2 b A DIEHITIE subcomplex [Z#iH & 49, BN-PAGE 13755



PEZ T o ECAMRFIEE B 2, AEFRICHEE LAY 7 b (m9173T>C) X°
ZNETBN-PAGE TORENHREINTWRWEREFGTHHIZONTEH, FEED
subcomplex Z MM L. WML R oA Ch o7z, £72 MTATP6<° MT-ATPS 75 %
TIEHEROHNMICEOTIEDOFREL LTT v 7V BENGFET D Z & LRSIz,
AE DI 35T 5 MT-ATPE DIERDS < 13, SCRHERE Tl MTATPE 7 = — K5
7=y had, NESRSEZERT A2V 7 2=y b e LETHEBICEFLTEY, [
i coY 7 a=y NEAOHAFERIZEET L B2, FHMIIEGHRVNTT 7 ho
DBENT DR OUIE ThH D72, BHRIZI VHEES T T b BEEMICEEIND
"REME DL B 2 BTz, £7- mtDNA T MTATP6 & MT-ATPS )N &E 72> CAFES 5 MT
ATP6/8 A —/N—F v 7 HEIk D78 ¥ Tld holocomplex D8V <> subcomplex O FT .73 %A
ThV, FBHREDHE T TR EEEME TS subcomplex i L7z, Z 2726 [FIFED
BHTIL MT-ATP6 DER IV b ARV OREICE 2 D BN KRENWE B X T, 7l
SAREHZ LD W& LTIE, M2 - BOERRMESEAIE L 0 S ERE 2 W2 561
subcomplex ORI E D> 7273, m.8993T>G/C 2 Bl D fiFHT T3 45T D mtDNA
T BN-PAGE OFESR L G030 kBBR1T 72 <, BRBUNOHER ZEE - T2, 3% i
DIRTEEAMIL TIEZ 7 ORERES . BFERT v 7V REEN GRS T VO
WKL T, DHLZVEBGT TIEINODRERB LT W EORRNEE 272, ZORERN
5. BN-PAGE THTZAT 5 PR ITEFEMAL TIEAR+4 T, B COMREE L&
ExT,

—J7. ATP MK G R SETENE IR M « B OV T W T A ERIEERT
Zor LT2IERI 372 < . BN-PAGE TH] & e 5 2380 7o C b B 2 i T & 2
o7, ZORKE LT, #HAEKYV TOATP GRUITEEMEAIRV OIREETO I ATHE & 72
D DR LT, ATP IN/K 3 fi#lE subcomplex DIRAETH > THA[REL /o T L EH 72 &
ER T, UL EXV | AEIO ATP MK REMEORIE 7E TITESIRV REIEL BT 2
ZEIERETHY . FIEOBBRENLEEZE X,

[#53m] MTATP6 5 5O MT-ATPS 2 52 X 5 ’FE 8 AR V RBAE T, BN-PAGE
ICRVBEEIRV OMERE (subcomplex) ZARH L7z, FrlZ, EFEMIL KD &R &2
WG GRS & < IRIRMEDHESL L 72 B R 2 A3 5 5E6 CITiEE 26 <
subcomplex Z &t L, BN-PAGE (325 - NU T v FOJRFEMHEOFHE & L CHHH R FIE
LEZ 2T, —Ji. ATP MK R RIEMHEORE Tld, BEZHREHT2 2 LI3R#EETH -
Too WSOLORIE TIE ATP SR O FEES IR SR WATREMER H D | D LA EO
HE J7 15 TlE ATP DK 3 SRS PERIE 1 I GIR V ORSREMRIT & L TIIRE S & B2 7z, 3
Fay RUTHROZENCIHBWTIL, TS oligst L <Lz BT O L 1L
AL THT 5 Z ENEETH D,



