ERATO T£H ATP v AFA7ud=s b BHIMEREE

MEHETR

A ERATO 7'm v =7 bOMFFRIZ, KGO T —~< R, T O%EHBRIEETEBEN
% ICORP 7'm ¥ = 7 NEIZGI &Mk, MR EBALTZFSE R R & BT T2, ICORP
7'z FTiE, ATP AR OHIBEEER LS 2 BT L RIREC, MO ATP A R
#. b hEELEYO ATP ARkEEH. WO ATP AmlEE &, T OHRINIIZEZ,T
578, ERATO v ¥ =2 N OHR Dk R CTidZe <, BIOFMICHES S, 2L
ZIE, ATP &kl OISV T, M ATP A0V 7= v MM X BB5E,
FE4) ATP A RESE DY AV 7 ¢ RFEEAERIC X 280, Bifiialcis i 2% 2 Xy
B IF1 IZ R DEERENFHEL MRS, RS B> TS, WATLTHEANTE
72 V-ATPase FFCIZ DWW T H 08 & L CTHIEROMEAICH D, —FH T, @t ATP Yo —7
[ATeam] % MWW 7-Mla o ATP R ERIEETOMLLE MO I ha > R 70
ATP A RIENEZ A A —T" MZHIET % MASC{EDOBF &\ 5 | FITEICBED 2k
Ebbhoi,

AERATO 1 ¥ = 7 b O JFARM AN OEEH~DOERRE LTk, ATPARREESE OIEE)
PO ZE LT, 1o Frtib, 10 FERECED 2 HIR S kGRIC SR L2 &
DT 55, P Boyerkd. Walker® /) —~)VEZEORTEF Lo EHBRES D
F1-ATPase® 1 7 FBlE0%. AR I X —#f2ed Eob - & b ED 1 5T
bV ZEOGT OIS EFREAICHIET 54N S . 2 D5 OfE RO KOG % 8
BT 5 M ~DE LA TE LD 1 > Th b, ST, Zhnbid, EED
MO T, BERSF10FNEDL I REHZ L TNLINEWD T &2 BT DR
NERBLTETWDEN, KTVl NTEH-REEILZ O F MO 2 8
LTCW5, 15 BN & > 7= ATPA g OMFEIL, BU7E Tld B ARDFEE D%
RV~ THCKZEE L TWAIIESED 1 O Th b, 20X 9 RBURICAR W E7-01E,
ERATOE HATPY AT A7 0V =7 FOIFEIZ LD & ZANKE Y,

ABIEE HF R E LT RHASAT CORB & LT, ATP & RiBEE OB AR H L
ToHHNLE—# —DB%, 15 biilio DNA v —7 v —~ols A - #idk,
ATP &kl - V-ATPase (ZHEK T2 b MEBOIREIESS ATP A REESR 2120 & Lizht
EE DB, T RN T VT DNA A~ ADOEFEAE~DICA I ENZET 6
. WP BRI THUITHENA 37 ERKEL AROBESEIRES D, 2 b
[ZOWTIE Y 94 LI 2 ) TR Z REF D MERH A 9,

MM BEREOMEIZOWNTIEL, ERATO 1Y =7 MIBMLRE 25 4 (REEE(T
Fabrl) ©56, TAHTFTIT (KRF - W5EEN 127 =27 OEHRIZ AOEIED 50%
IS, ZDOZ EiE, A ERATO 7BV =7 RBNEEZERICEC, F¥ V77T



Y TICRELSHEIRLIZZ L ZEKRT 5,

o, Rkl e LT, ATP GiER D ¢ 7 = v MIEKSF LTz ATP &4L
BE 7o bUEnERE L OBMR, MWICBIT DY ANLVT ¢ REGAERIZL D HRE ATP &
R SR OFSRERIE OBAMR 72 &, RN LREFERFIC Rk ESnd) ~&, 50T THE
BEEESWZ D] K57, KN RME~OFERD & o 7=,

F1-ATPaseD[al#izD 1 4581205, AERATO7 1 ¥ =7 F%&#% T, ICORP7 1 ¥ =
7 b L —HOER I V=T OEERP A EE T L0 THL Z LiE, HHDL
DFFLOWFI A, ERATO Y =7 MET#H 5EEZRB LIS b B ER%
T TWDENIFEENFEH L TWD, &b LIZERATO Ry =7 FD12EF R
ol

ftim e LT, AERATO Y'ur Y =7 FOFEZBIFOKRE ML excellent TH 5,

. WFFERLR DR RIRTLOTE AR DL

AERATOZ v ¥ =7 b, HHBRIEOF1-ATPaselnl#iEEB OBIZE L\ 5 AR L%
— e sl R Ak A B & LT, 2 OREEIEE S DICFEL ST 5 & L i,
BEEEHICH > T e N OBOH L IR HF My OEBZ AT 2L, I 61T,
T OV-ATPase D [HlfiEfAE . ATPaseZ % & L 7= = /L X —ZE MO Hl| IS 2N 2 T,
BFRERDS FHEE CE2 I AA—T 5k E L ThRE I, ZORE, Fi-ATPase
R 800+400D AT vy B TE—F—Th2D LN HEMPI L, FoDRIEAHBIZE LT,
V-ATPase & ] UK FHEE— X% —ThH H 28, 800+400D % 7 AT v IR &
F1-ATPase & 1[I0 2 E#ALMNIT 52 E, RAITDIELWARE LT,
TRV —ZE WA Tl RSN T = b e OREIEZ b & FRETEERE O R
MWW DOFF1-ATPase Tldy 7 2 =v FOBEITCIZ L AIEMHREIICT AL Fe v on
T2 eREXMA LI, ZHOOMRITHRD L, B RERIZOWTIIMD 7
=T DGR L DO B | R B OMIE D TR,

ERATO #& THEZIZBAM L2 ICORP 7’7 ¥ = 7 b Tld., ATP A %% E O il i iE | 1
REBT LRIFFZ, MiE O ATP GRiER. & 23 0E O ATP Gkl%R . i o ATP
BREE L. EOHERNCAIZEZIT O 72 £, ERATO '1 v =7 h O .72 57t Tl
72, MoHFmICHE RS,

ERATO# THEDOEDOF TR L EETH-7-DIE., 11557 LUV TOATPAKHESE
F1#85y D5y TN EEfRSEEE OfRIA ) Th o7, ZORMBEIZ OV TOZDOH%RORE L L
T, 72 & 2 X8 & A (ERATOWFER) B2 X D2 &IRKF & OKFEMFENZET b b,
e O3 m R BEMEE L O TR O 1 0 F8lE 211\, Blgd () 2372 < T
b 3 OOOMEEY 7=y FOMENIEKRZED D Z L2 RWEZLTWDS, Thbb—F
A DA ER R IIO0ss U 7 HIRICH 2D TH- T, il () &V o FEERIZH LD
TRV, LV HATH D,



—J7. ERATO# T ORI CTERINEE LT, [Flfo 7 m b Uik & Fy
Ay DIERERE) & DI | B O, X0 AP ERE 2 HEFIC AN TATPA SR O
A & ABREREDOBIMR ) BNEIT BN D, AIEIZ OV TIE, ICORPOT —~ & 72> TU 72
WZEbhh, RERERIIR OV, TATPE RkEESRE OFH & ABEREORR) I
DT, ICORPIZ L - THl & MR, REHERBLTWD, MEIZHT HATPE RKEE
FOFNX, ADPICEDIHEFEE « W7 2=y MZEDMAENRH D Z LR BILTUVZD,
ADPPHE & ¢ FHEDOBURIZOWTIEIARHTH 72, ICORP v =7 FTiL, fEBIFZ
PRENSMNL L CTEZ 2D T2, £, ADPHELWHIBERH YD, S5AR5HEN
VERIGEIZ, e BAERAELCD EWIBREHA LI LI, £7o. e HERRWKRIGE
X R R R CII IR EE N 95 2 b e BREN R WRELE T R REEXR
Bl K VI AEFRMET 5 2 Ll BHHEEKFRNRA P L ARE FTO ¢ [REDAE
PR EEEZ B 50N Lz,

M TIE, EERIZE > THF ATP 28 L TWAEEER, & ATP % BEEIZIH T
LTCLEDRNLDY, y T a=y MIHDH2OOV AT A D SH K&k L, ATP
BB OIGTEZ IR T SE DN TRIS LTV 2, 20 ATP ARIGTEDBART « BT
BB ERY LY Y EHWTEIEL, 612, BAREEF YL Y U THRRIZ
JINE LTy Y7 2=y F SHEOBLETNERRIZEL D Z L 2O TORLTZ,

I T 2 ATPE B R OWFFRIE, 7 2=y FOFEENZ V2 & MO
DR LN L7280 D, ME, WIS TRV B EA TV D> 7223, ICORP
Tuvx 7 hTIEH L b NDOATPERKEESE OfFT-R 2 H B, B NF1DO[EEE & TF1
W XD REEHEORE A SN T2 LIS Lz, 2o Z Lick by, FiZROFEM
fighr. E£72. ATPH BRI EZ RITT IR Hba (R CBEERE) o7
— = TRAEF RS FIRE L 72 o7, Fio, BIRICB VT ha KU T OATP
BRAEEZ A ANV—T" MCIET % 51k E LT, MASC (mitochondrial activity of
SLO-permeabilized cells)i%: & Bi%E L7 = & ¢, ATPA ISR Ol B#E T 5 85 1%
A7V == 7452 b ARIZR T, LED X512, BifE, & NATPG SR 20
ZeT HEREENEEN WFFEARAS B30 o0 dh B, BRI K OVERE - AR & b
2, SBOBRRAZHIRSND,

ARK7ayxr M, HROAERT VX —FFR 2 &R EE L C X 7 E O R X
X ORELIZ BN T EER R AZET 5D Lo/, ERATO 7’rY =7 b
X, ME D ATPase #Hlv& LT TH - 722, ERATO Litk, & hEE @ o
ATPase DHFZE~L B L, ¢ ([CHYT 5 IF1 72 &, HEEBOMIENRELCBY, &
FISH BIER SNBSS A2 > T D, ERATO 2B IRAE LU0 B2 T uy = 7
k& LTIX, ICORP TATP &kl 7 oY= 7 b (FHHEAR), FrEEmarse M@y
TEB—F—DOFFHT ) A =R (BB TREIRICER) . BRI TE DEERE T
RERDLAFI T A RKANDOF vy NU—27 O] (BERNFIARRE) 2EORBTa Y



=7 FRHY . EERTANVF—EORES QIR ETER L TE e, ZOZ L2 /RTHA
ERATO 7m ¥ =7 MIRE R ZLDTIZZ ENDh D,

2. BFERED DAEHH S NTBE - AR O ERE
2.1 BEEMOES~DEIR

F1oE#0 A kL, AERATOY 1 ¥ =7 hid A X — M2 54RO 1997 4, A
TuYxl NOREELE CHLEROMIE I NV—T7 L BIEKTE (48 OKRTFI L
—FOEFMFEICE > THRLET SN D THH0, 14 F LB LR+
Doy FREBEDMINC R G EBR L 7ZAFZED 1 > TH 5, 1 4 F b, £5nsy
T OGN 2 B0 WD ELFROFEBZ T, DEYTOBICRZ 5 MG % B
2L, D TOEEBTONTOREMFEHLAHEZ 5 F M~ RE BRI E>2H D,

AERATO” v ¥ =7 N OHF LT —~1F, 1507 A BULEINIC L 5 ATPA RREESR O
TEIEE DI Ch o7z, Lo o T, AR EHIN 3 B~ AR E R & L Cid,
FP 1 TEERIN « 19 78U EIRIc VW T, AERATORMEE Sk 5. Kk 72
HEND -T2, P THLEHIZNA—7TCFR1ORFULICES LE2F#s I LD, w7 %
v b B — X & AT 72 F1-ATPase 1 4 1 & 3512 £ 0 58§l 9IS [BI#E S ¥ CATP 2 ARk
B8 LW ) HMBERE OB ENKRE VY, ERATOZ 1Y =7 FO#FFEE Th - 1= REFIL,
B 7 V— 7 DR E L UER L. @RKRFORHFEI N—F L LFET, ZHETHh
DEHRIIMNATH D EBZ LN TWeHLEIN 72 < Th, 3 DO 7 2= FHIA
FHEEZ L E LCWD Z & ZEHAFM &\ 5 #7272 1 4y 1 Al b EAfic L 0 BH 5 7
2 L7, T OWFFER R IEFEFSciencedEIC S SNahdE & e > 7, £7-. [F U < ERATO
TurYxl NOMREE Tho AT 0% TSENT) MREICEA S, Filo
WAL #KATPY v —7 [ATeam] Z{ERLL . AEMIGNOATPRE 2 HIET %
& Lz, ZOHEEA%R. Z<OMREHAENLGTHAH, SFHIFTZO
RRIZE T, WERFEO TAHE o7 b OWERICEA S, IHHEL W5,

# H ERATO 7/ —7'0 ATP SRR OEEEME & ol & 205818, 1L
JVTCOMNTIZZE O Z BT, T E CYU B L2FICY — L, BIfETIE, H
ARINHFTEH DL L~V THCK & JEE L CWO DRSS B DO 1 2 ThH D, ZD X H 78l
Wiz 7220 87=m1%, ERATO FH5H ATP S 27 L7027 NOFIENRKEN, F7-,
AT L THFE 2 ) T & 7= V-ATPase (2O VTl BUE b i SCIS AR N o )12
HY . HH ERATO 'm ¥ =27 FOWEMEDH LGSR OFRNAEIED L TW\D,
IO BOFEEDO 1 HOOHME LTI, BBREOR TR, EXKdD D WITHILo f
T, 10 7HDWVEEEOS T NEBICED L HICEH LTV D, TOEHEEZ Y T
WE A DEET D L) F~E#EATH b0 L BbNb, T X5 QR
Bl > T, A7r Yz FTOREESFE—F—OWRIL, D8y AT LD
O AR 22 B 2 0 0 BRI FZE L LT, BLREBEN S Z LidiiE V20,



TuY s O, EDOBROFRIXOWS I HEEROZEEIZ L > THEET 5 Z &0
TE 5, HHBIESO ATPase BEmC o5 HEHEIL, 1990 FAUK O RIRET) O]
2L ) BN 2 R A B TR EL % 0 2000 FEIZAER 600 [EIE < 12725 &V D) B =27 (T
LT, \WoToA 400 BIFRIZ T3> 7223, ERATO 7'vv= 7 bz Ht L7z 2002 4
76 2007 AT T EF- 2T, 2005 41213 2000 0 v —7 % A% 600 [BILL L
272> Tn5, 612, ERATO # T# b EA-ZftiT . FEFEEIL-DOWIZAER 700 [FIZ E
KATWD, EHEBIES D ATPase NS b YT OO - & bRy Mok
BERBE LT TWD 2 L ORERFEAE S 2 5,

2.2 JEHICET TORE

2.

AERATOY 1 ¥ = 7 MMIATPH W R O 1)L X — 2 HD 5y 1-Hkhk & Hi A% %
HONCT 22 2 HIE LIEERBMIE TH 5720, B2 HI 0 23005 HIZm)
T COHEAMBATE, #SRRIERNTA 3T N a b T DT HEHINT~OE Y AT E 72D 70,
LU, WS ODORERENREHZ D, 7oL 21X, ATPAEEESE O FH)FEEE
ERALZHBANLE—Z —OBFR, Tl - fHEFLICEVED TN D, Fifly
DIEFRIZLE D FEE AT DEN I TR & W D o FIZ S & il
WIZDNARH —AR T ) Fa—T52HNTenA TV y RE—F—ZKRETLTNDHZ &I,
FT T u =0 RE E UTHEBREY, £, 10U EEAIFODNAY —
oY —~OIGH - "WEfb b RFE SN D, APEROREDFTERICORR D b0 L L
T, YT IR T VTR NS I~ AEA~OHIFF S RE U,

BENTRLRVE 9 1 SOl IE, ATPIZAMEENCHLEADO=RLFXF—EHETHY
TOEFI R~ B EF SR T2 L Th b, ATPAMERITAMEENICE > Th
FVICHEETHDL72OIC, ATPERIERZ DO DO R 3R & EHERR T 2 611X
BOTHTHDLMN, Fohr 7=y FaDB I L > THIET S NARP (Neuropathy,
Ataxia, and Retinitis Pigmentosa) JEFERESCLeighIMIE 7R 8V < DO BN S S
NTWbH L, ICORPZ 1= 7 N TATPE AkIESR OTENEIZBILR T 5 K+ & HE IR O B
HAREINDFRERPGE LN TND K D12, ATPOEHF A 23 A TE B 1B OFIE IR
<Bbos TWAHEEMERS D, A7 a Y= NHRARTOATPA RiBER O FEILF 1 %
LMNIATONTE A, ERATOZ 1Y =7 R Tk, FooZ OMOHHEHIE 1% & O 7= ATP
BREER RIRONZE, & FATPE IR OWFFE~ L FE L, Fo DHERESCIFL 72 & O i
KD FEIE e MREBOIRFIEDOBRIIZ O EIRT 2 rraetE @y, £72. V-ATPase®
ERITBIRMEMET & F— 208 L L YEDQFR KK F L L THEINTWD L,
Z DREREITHLD A 72 E OIEIGHIIRE & B 2, E7o, WM EE O ATPE R
REERE LTEHUAEWE O E b EATE Y | FFRAICA < fEFECEE i C Dk
X, SBOBEDUNCEENL D TH D,

SNk geE OREBRRIL



A ERATO 71 ¥ =7 MIBI LIRFERLE LS OIFEE 26 2D 5 b REe )
DD DN T AN ET B WD DD, iz 2 4, WEdZ 5 4. A 1 4. Bi#4
K. EEEAT 2 4. RARZ 44, FEFT 1 4. EEG A A BREF RS 1 4
&% OFFREDPIIFRICERT 22 E TV, A7V =7 ML T AITFITICT
= a7 OWERTIZANDEN 50%IC k52 &1, FFEICET S, 7o, BkIIAT oy
=/ METHBZ LB LT, A7 v 77 v 7 LTWDAHEENEL VWD, A7 r Y
7 NCEH LI AMD, FEERSCH FER R EORM Ty Ve EZET D)
— A7 e ABROBHEDOERT XN F RO EZH - TN Z &Ik
L OEEEWVRY, B OFEFEIE, A ERATO BNBIMBFTRE 253 L, EEkEs
AHRHEL, FX VT T v TICRKRELEMLEZZEEZBHRTE20THY . AMBERE
W BERT, FRICREli S _REFHRIZ LV 2D,

COEIRANMERPAT B Y 27 hTEELZOIK, HHRESBOLOTATT
TELSHERT DO TIERL, HEXADLDOBZZLES THHRTHURNERHRLA
bETWeZlitkdeEZoND, AT =7 M, SRPLREL\EOZE
<. BEPERITHREE DR AM 2 28T 5 2 LI LT,

3. £t
K7yl NIBIXEA /8T N7 7 7 7 —OFEREEIc % < O BT ST,
% < OFmSINFERRITHBIZS I H S dv, MR F o OBRICEH ST 5 & & IS HE
SISO RHFEBHTND, —FF T, D I 2 TOA 87 b RIE
LI RETITRNWEEZRD, Tbb, HEREFICGGERESND) RE, HHWT THRE
BAEXWBZD) LOBEESH T ZEICbERTREZLEE S, L2, TATPS
REEFRIZBON X, Fir 7 2=y b 1[ERIZOE | ch 7T =2=v b (EMFEIZL > T
8~15) 7217 v bR S, ATPA 3 A EN5 ] L0 ) EET, ATPARK
L7 hrikE e ORfRE LT, REBFERHFICEHINOINEHBELRERL THD, F
oo BAREE LAy Ly Y o CEBGEH L2 TR W T, ATPARRA ThR N
KN, ATPEREER D AT A &2t (P ALVT ¢ RfEGEARK) LT, ATPEK
BEROIEMEZAEL TS 2 &b, HRFICHRMIN TIVWEERER B X b,
29 LIz AR 2 ~ DO EIR S+ I SN o R & ThH D,
FTFFEE O S E 8T ) A5EF— LF3ED TCREST) &3 AT, JST 12 L % TERATO |
T, BOEOEBITEORRICEZRLEMKEZ L TE TS, #HEHIEZHR> TS
[ERATO] (X, EDO X ) ITHRIEETEHEINRIIN TV D0, TNNRED A TH D00
REDEMN, TEENT] L [CREST) IZHARTRZILLK 2o T0D, SBOELEL L
T, HEEHEOMMAEZER L Oob, ERRMIAH THLHETIC, @EEELH 5D
LWL T 5L, BakoH 507255 TERATO) 54 BIsE 512003 L
THLYY,



HHBIE IS & L TEATW A S 2R TIRILG 528, 2 ST A TRRTE
v, 9. TRERICBWTREIZRDIE, WENRIHLAZSES Z & Thd) L IE5
EHboTNWDHIEThD, HOGAIRT H7OICE, ZNEFFT H5HLE N S
HLHTHH AT, IENRFEHLE G2 FERENEZ L, FEiT 52 ENEETHS L,
13RI E WD FIERENEFEBRTHERFETHLIND ZF, ZHICHER LT T
XD THAH, bH 1oL, THORNIS 5 EBRFERICEBIZME GV, BHHEHBTS
ZEBLRbRV] LW R TH D, ATP SR N EERE— 5 —Th D Z L OWIEN
AL A R L7 S RS A E S, GEFL X 9 & L(EiE TATP ApkBgEskiml o) =
Lol ElE, BEBRWANARLZATHESTWD, ELLLMEEDOREE L LT
X, TSV FTOLSICEHZ A5 00b LveWn, < OMREICE 5T, ZThEfi
JELCHEET L LIRS TIER, HEREIRY ST 2 L7, RETHSITRE LW
BEFE 1. AT Y= MCMEbo7-2< OREICH,. ZIHHEINTHBITFTH 5,

AiFgE T vy =7 FoOfKiEE R Cnd & ERATO #FZE D EFRIE. 2T X - Tl
DOIFFEEBBEICHET 50 228D RN D, ERIERIEEEEDO T, G470
MM EED . MAIRIR L ZATT 2+ REMEE 525805 0 AMERE DR
KbREVWEIICEDNS, TOEKT, ERATO BRIEEE(EHICIE, BFI7EE & LToRE
LLElC, ZHEEE LTORNNERIND, HHEREIZ, PR2EEL R L, 2270l
B2 HODTAT T 2fend bl Ebll, TREITERRSTEBZFHLIHAL., MKE
WCENENMAIR 2R A2 T UR N ZHME LI &V ) R W THEER 2
ERATO #HEE(EA TH -T2 L E DD TIHRVD,

[EIREBN LA OFE - 7o B Tl R e CTh 223, Ak CRIERES) M Hbiy
TWLHENTZNET, MEEEE—F NI b TV o7, FoF1 BIW
V-ATPase &\ 5, EMBRITEIT 5 b o & bR R T 3L X — S B2 72 W al s
RN HILTWDDHE WD BEEIARTE 0 ISR STy, (2R 72 42
BMENRDH DD E LRV, ZOMALSBRICHFF LW E ZATH D,



