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&% :OPA1(Optic Atrophy 1) A B & TH AR, % M6 K G2 EERNRLHEE, REBRABHE G RENA RN . OPAl & aid
HARRML SR8, WA SAHA TR, AL ZBRARRS, NEERBSLEMA L EEGIERN. OPAl 54 RER LM EEM
X AR A R 0 — 35 AR BT R A 6 T A RS e R AR Ao Ak A A2 a0 I8 it A2 o 0 L OPAL-PARL B &R 497 X A
ERBTEFHER, TR T,0PAl EREBYRGERS T @, WF R THNRGER ., OPAL st S A mImH Hw, A T
AAb 22 % % g2 (Dominant Optic Atrophy, DOA )49 & % 4 B i, OPA] % T RALA F HALT 5 9% , AL 4L 5| A2 0T 540 2 9% % .OPAI i&
BERRERE BRI L E S OO E2ERN, AXLEE TAL OPALl M it , R L ERBFAER,
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ABSTRACT: OPA1 encoded by a nuclear gene, belongs to mitochondria shaping protein family, which is a mitochondrial inner
membrane GTPase dynamic. Its variants generated by cheavaging in diffrent positions involve in mitochondrial inner membrane fusion,
and play important role in mitochondrial structure. OPA1 is directly related with four respiration complexes and affects mitochondrial
respiration. In apoptosis, it plays a role as anti-apoptotic factor. Recent research shows it has function in steroidogenesis and mitochondrial
respiration. OPA1 has effects on a variety of diseases, for example, Dominant Optic Atrophy. OPA1 mutants not only result in Optic dis-
ease, but also involve in Auditory neuropathy, furthermore, it work as a anti-apoptotic in heat shock response and toxicity of anticancer
drugs suppression. The article focus on introducing the structure of OPA1 and its function in disease.
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OPA1 4:FR Optic Atrophy 1, J& F 41l A% 4wt i) 3k B , ity
HITE FREARNIE L Sh R A, B TR BIEE A, BER
DOA [ =B I FE 1545 o FELRLIARTE A 2544 T A FH A0
MOgAET-h B AR . OPAL B 54K P IR A 1%
FHUIEZ A A0 BRI AE C , I R X 22 R 7 2 F

1 OPAl KIEREEEH

OPA1 JEANAAZ GRS I L X, 7776 N 3q YL faddAms , B
31 NANE LA, 55 100kb, OPAT F:[K BR K 250 g i 2 ki iR
FEARIEH—FE EL2F T DA SRR R B ES A K
i) OPAL FFHL I EEHER 30 A4 F Ak, Hh4h i F 4,4b
5b R FEMERTIEN , T304 K 8 Fh mRNA, Sh i+ 4 L AYAE
FARSE WA B A X 8, TSR B 4b Al Sb R A HESh Y
A K DA G, o S BRI T — >3 MEUiE X R,

OPAT e PRI ith (1 2 R (A 2R 1 7 v AR 1] 2 [1] (IMS ) HL 5 4k
TRRAHOCI . TEZ R TR, /033K 2 5] 3 Fhi 4z
GEANR , R GG R IR A 2 B 3 AL E R LIRS YL
Mo MBS R Y A LR, LR 1 TE AR T IR 2
TE MPP i st R AR — T, AR U B4 & OPAL KR
(L EA ), A BN OPAL S LR IR RS — 1 5 4Rk
P (inner mitochondrial membrane, IMM ) & [ 48 %€ BUEE IE X
B SORREERTS T 0 0515 OPAL ik AL KA e 15
PA 5 I 1] Bt (inter membrane space,IMS) , ' 138 i ¥ 5] 52 i )
A FIIRAS R S BN B EAE R, O 2 I8 U3 fap IR A8 A
TE Y B RS A ™, IF i e AE Bl S M ki A Y I F 0% 1N
A BEI,50%HY L RS2 E HA =AM 8 E 3 S s IR B
A TR ETY) -AAA TR S YMEIL 205 4 58 2591
B, AR Z IR 50%23H 1-AAA A EE YMEIL 85404 5h i
T 5b, T Y 50%2x B m-AAA ZE H i AFG3L2 7E SPG7 it
F/ER T 35 U441 i 5, 4= i OPAL S Z& 1 (S LAY ), ZRpifA
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P9 OPAL iE—L it e i te i, H/AD w8 S A (4 20
S-SRI R IMEASCE . S W T 25 i3 5 AN MY mitofilin A
HAEHIE MRS RS A 89 L 7 e g2 R A i R 45 Al o 7
DEFEEAE T, 5 R BT VIR A (1 50%H4 L 3l Bk 4 K A5 =
O] : 28 m-AAA 2B AFG3L2 By P23 s ¥ 5,
e AR RE R AU M 0H T ZEUE % 1T (cristae junction ) Al &5 4
P S A2 C BECRIPEIA R FARSGHT OPAT Jp 7R,

2 OPAl ByIhEE

2.1 OPAl ZE4HIEREHHER

OPAI WL AR P A EEAEH , S 5 R ZR K
W2 Bl A, B Pt 2R iR M 45 A B T e RS REEA B
PR Y, = OPAL R MR RLIA S B K R IS 25441, 42
FH siRNA Zb#E ] OPAL 2 14 Wih , 20 R Zbi A A 1R
LR, S BB ERY OPAL T2 B 3 E S WHE , I E
AMAEIGFE S, OPAL REIE T LA 5 77 I S M 4y {7 Do) 45 fil 75 11
YEL TS IISTE RS (55—, OPAL (14 Bk 28 (i 4 {4 gt Ha, o7
IR, e e A3 0] il 5 A A5 1Y 5 55—, OPAL £E IMS 14
5 OMM HYHTRLG AR, R 22 Z24FhEE 11 MFNT Fil MEN2P G 4
HAEH. Fi— OPA1 G S AR I %0 B FE AT I R
HREOT , LBIE0 R 4TRE TRl & 5 240 P14

FEZFFUNRAIMIH, A58 western blotting A5 £ 6
filt OPAL WY 2 FhfF4E & L WAL 4 PR S5 5i4s & S WA,
David Chan jiEB] Z /04 —Ff S R A —Fp g & L W RN T
LRARI AL RE SR D TR IS, SR RRIN T2 LA S WAk
SCRERE RS, T % L WS e A8 Sy S SR A HILI X F T ff
OPA1 TEIFIEZAS HIVE R LE K. BRASIFREE OPAL (1)
L R 58 56485 S WAl —AN & H tBid I AN A T, 7 —
A2 GBI AR F ) CCCP A FRANM . 3 P15 4T
AE( OPAILL- W Ay S- W, [HEA T sS4 1y Jr =X
BAFN . 2 Bid WE W HMZoh &, A OPALL- W7 %R
PGS Yy S WAL, H 4 OPAL IR B WgiR it , HA S T
R ZRLR T B H S0, SR, AE AL 3 C 1 Htra2/Omi
3 F 100%BEH Y 30 4340 BL, S- WHIIF R 58 2R, X T BE =
Bk, AN GRS G I S- WARUKAR 52 HAFR /403 - 7E2H
LSRN R AR EE C Ul )E , Gobi Ak SR e 4 R 5 s
BEBUINGE . 5341, CCCP AL A AT M th 5 Bt 2okl (R —A , BEAE
10-30 434 PN B 12 5 | 5 5 R 119 28 1k AT OPAIL- 7. 784 ) 7
R eSS 1] S YA N LSy R B L A
FE5 18 OPAT (IRIRE Y I A IS 45 F4 A 45LRE  ZA 1T, OPAILL- WIF
T KB L T-5 0 T OPAL & AWk , A S8 T i
LEFIBIFED, K X AN R AL B OPATL 73k T i itk
JEASIF B 27 --tBid 4B B 325 1 OPAL R Y1 AY PR , i
CCCP 43 HE |2 OPAl AW HIATAE .
2.2 OPAl e ERMHMIEA

OPA1 TE{RAFIT WL BE ) SE #e bk h R AR . SRR Y
FERE R AR, WARIHERT 4 FERERE A Y(C-
[ 3] C-4)FLFVEH , 78 IMM P 53R, W] I BT -9k 5% s
IMS, FEbr=A: TSR A2 A g m,C-V £ ATP & A
YER TR FH6E Il ADP &% ATP, OPA1 51945

Ak C-1 ,C-11, C-IIAFAE Y B b R AH LA RO, X6 o A 4% 36
A B B R R VR . TFIE R OPAT % fviF N IR S AL
i fh i) 5 by U2 7 B s A v ) T AR R 4R MM 5%
B | LAB L TR, R e TR R R 5T A ) A P
RO IZ Y, OPAT LRIk 2 fili 55 N5 ey (0 B Vi SR M Sk 1Y)
IMM ZEfS AR , 1M IMM 85 F4 5 FUAR( I3 U HH 5 41 OPAL
G I P2 20 2R R R A R T P BB e g 1
RNA T3 OPA1 {40 i {5/ P YR /™ B U, Thomas
Landes 2%} OPA1, ATF FINEIR A A4 1, I, I A5G0 e it e 52
B, KB OPAL S48 FIE WA i B 22 () 77 AE WA I R 19,

2.3 OPAl ZEAAT-FRIER

OPA1 ZEAHMM T AR h A B EEMVEM . OPAL k&KX
B 5738 HI5 2 18 1 40 g o T R Al itk , OPAL A i v
R T LR A sh s AR T 2 A I AR S A A
#F ChESIE OPAL 33k , I REHE— A5 BHLIE I 7E IO S i 40
JR TN, ARG AE MFNT B2k 1 4 i bt goui 22 51 i B
OPA1 [IEREN-EIGMETE G . X ULEH OPAT AT Igl ST FE b (Al
HAEFBHIER T,

OPA1 iz [MIN4Ii e R C MA7F R ™, OPAL 13X
PRI F OPAL WA E AR, XMEAEREET
OPAIL L W RS PARL B§ ¥R, X FNE A RAEFE 1 I % 11
AL, T B — B R, BELZE 1 R 437 4 s e i 4 i
% C,OPAl [HFEABHIEAIRE R C 158 L BUM AN,
HNEF 5 RERE SR RIS T, B A SRR C
I A7 IMS, OPAL Ak F 5b Zifi—A 5 5 B IX 42k 2 A=
PB4 e Kk, OPAL AW KA 45 IE 5 IMM 4%
SYEMIEAER, B H 2 SIS LA B9 AR BN IR 45
¥ R TR AT F Sb B OPAL WIS 78 M 45 A4 il , ik
FL AR R E , IS S5 AL R B I IS L, SR A 3R
C A8 B BB A0 M R LA S S A T

OPA1 TEHTZH ML T it PARL 25 (I, 7R IR
F,OPA1 il PARL #8% 5 #VKTER % . 76 TR T IR AR T
PR IMS-OPAT RAE [, OPAL S£ T4 4% i H 2 b 1A
R AR C, S 2 AN A X T S AT
1. GIEITE (EER PARL B41i5 , OPAL JE AL T /V3F 1, 7]
7 HEAHUAT - SIRERYIE AL, ok PARL #l iTi% OPAL Ay /™
= BHAS T OPAL S WRIIE AL, TMi7E PARL-/- 41, F
#t = PARL,IMS-OPA1 R ZiRZE, AREFHIEAIEE C MR
RN A T,

2.4 OPA1 7EZE[EIEE 4 Bk P AI1E A

OPA1 REfS T R A iR . RS g 1724
fil HERR MR R E N R R LM IR M BN
B MR PEAE BT RN SO PR A T A A2
[ A AR R IR TR N (IMM), IMM W2 A0 3%
DPA50 ¢ IH [ Wt il 28 B RE I 37 . 5 MO 77 )2 N i
AR REAE RS R AR, A M R BT A LR AR 9
J57E 11 DRP1 &5 F T, i OPAL #l MEN FR&, S84 by A 2L
fifp AR A TV, PR T BRI B 2R IMM, R 1 R [ Y
BRI 2R B 1 Star K LS R MM, AR
MR AL 3h T2 EmEAE B, OPATL i 178k 5% 52 2 40
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IO PR 2HS P P A A O MR NI 52 SR B OPAL [ PIRST 6
RS (R 15 FIF R A P 1 R B8 AR AR IS I i

B T 4 OMM 1 IMM [H] IH [ Bz 4 iR s, A HoAth
B 2 BEAE A2 1 5E S BRI T B OPAN Sfe 2 1= 25 [ i Ak
Y& BALER . OPAL fgfas il IR [ B2 i) IMM L, W] B2 ke
MO T IAYSE SR, FEPRIME I eI e 4 s 2R TR T e ARiE AY
IMM FJRERSH, 3 A 4 2ok (R AN 22 DR e Hp il B2 B Y 7%
FeRHf . NBD- I [& By &, I #5471 LR, K3 OPAL-/- %4
PRAAR T 0 e B s, ULFA B/ OPAL, IR £ 5 IMM &5
A0 I L RRAIR T 2 [ A B

3 OPAl H5HIHHIER R

OPA1 J275 i DOA ) FZAF A, DOA J& TPl ML
I, P ARLE A ML 2P0 , I T 2RI B , 8 1 S
S 1 08 D] B ot 25 45 4411 i ( retinal ganglion cells, RGCs) &z Hih I
AR 22 B A, S BORBURE BT, FE =R B B AT R B
OPAL A HXHGEHIRAT S, AEWT 55 H AT 1. OPAL
RAL BT 2L, IF 51 K ATEE D EREAT™), Taosheng
Huanga 55 Bl OPAT G878 2 kA8 W i Ao 28 R i IG5 5 ) 788 2
HIhEE, S EEER, OPAL BEE T 52 MBI 1Y B4 F1 43
2L, M B2 T T BB A,

OPAl & 5HKTE % . OPAI/PARL il % i i Ui ) 7 98
VERI TR, EPR TS FErf, OPAT L WV RIH K , Lt (A%
fift, OPAL IR Y TH i A LR RS D A A (3R C TR 1kt
JEEHM TP RYBH ST o OPAT X - 42438 T PARL £ 1
B, FLXT IMS %1 OPAT IR BRI . B/ PARL Y2
IMS %! OPAT WL sz L, TR IR G 25 1 Xl (R C AT
LUEST TSN

OPAT ZE & —Fh 112-kd ¥ 17 = BRI , ¥ S LRI R
R AR 2 A BRI ], SRR R AT R
PRANZIG ZE R 7R, LBk OPAL 23 gtz C BB 1
caspase MR A ANAE A T 3% M, SEMTRRARIBAATT 257E . OPAT 7E
JRE SR TP AR AR RTSUS P 88 40 0 A DR i A
FR% 5 LR A DGR IR Y FRIR B DA DG o I S8 B30 1) J5 v A
I 289 4 Jifidfis H & (LADC)REA , K BUAT 219 £ B FEA TP A
OPAl ik, G143 HriE Bl OPAL fy i 63k 5 B Ve 91 41 i
IR EE (A AUER R B B L L S R AR A O,
DRP1,Mfi-1 Fl ATAD3A S5LR (R AHDCHE P FaA A G, ik st
BT T OPAT fyIA 5 A A: K ARSI JIAH G, OPAL J&—
TG T R P52, LA OPATL 218 iyl 40 L Py 25 o XA
PRI ATANG Y TR A TR BR Y AH{EREE X OPAL Thfig
W RS & W, Ok 22 i OPAL B AY B e BT
ABHIRTT o
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