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[ Abstract] Mitochondria are recognized to function as the powerhouse of the cell. The etiology of many
common ocular disorders is increasingly recognized to involve either an accumulation of mitochondrial DNA ( mtDNA)
mutations and/or secondary mitochondrial damage. Novel pathogenic mtDNA mutations continue to be detected for
primary mitochondrial ophthalmologic disorders that commonly affect the optic nerve,retina,and extraocular muscles.
Mitochondrial dysfunction is also increasingly implicated in common ophthalmologic disorders, including diabetic
retinopathy, age-related macular degeneration ( AMD ), and glaucoma. As the promise of personalized genomic
medicine is becoming a reality, effective therapies for mitochondrial disorders are beginning to translate from bench to
bedside along the paths of neuroprotection, gene replacement and stem cell-based regenerative paradigms.
Additionally , preventing the transmission of pathogenic mtDNA mutations from mother to child is now a reality with in
vitro fertilization mitochondrial replacement techniques.
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S A 2571 20 A AL P e 8 AT 2 2 A a8t 1B B, JE K b X
DOA 1 & i % 29 9 1/35000°7 L J1 3@ % F K& 2] 20/80 ~
207120, WU 4%t 22 21 4 R A8 W & DOA (1935 3k 5 4F , S 300 (9 400 4%
TH 25 05 0F 3 26 B R 48 JB el e B s ik

OPAI (optic atrophy 1) & R J& T 4% L [, g 15 (%) 25 2 2R
KRN IR Z B M. OPAI 2874 5 R Z % DOA 7 &, OPAI %
WS GLRiika e o ML T ACH 2 58 4R ik 5% —
DRI OPA3 A5 M & 245 R A A N
B 5L 2 20% i OPAT 3 [RAR 56 0 L 1T RE 95 L b 2
WLPR 7 T A AR, 2Ok R 0 IR B A W IV 4k & R 4 5
A OPAT AL TE WL I 22 45 46 i ( retinal ganglion cell,
RGC) Hh 3k , 78 HAth 400 I RS 40 g )23 b 3% 5%, A48 N AR 2 4
INIRZE TR AZ 48 )2, D 78 B0 7 g 25 B IR 8 48 L OPAI
JEAR G B LR R LT R PR L R g

Yu-Wai-Man %80 357 14— 391 8] 550 BT 5 %) 38844 32 5 19 1
PR AE AT T VEA , BT 58 op i 2 i 38 451 Y o 1A I 1k 3t 4%
RGP A 25 25 45 R 150 (811150 & M 0L A0 et 2 255 6 1 BT 9 R
WKL 14% 1) B35 h %5 1 OPAL 2875 R &I OPA3 FE [H 28
A5, OPAL ZEARAE A SR S (v A0 4th 26 25 45 9 481 A0 1550 9 481 vh
{14 6z 11 % 43 590 K 50. 0% F1 5. 3% , 3% 45 Bargiela %5 ) [ 45 5 2%
L, % B 98 2 A K W S 1 A 4R b OPAL 28 78 () K | %
57. 6% , TETE G P S 1R R 14. 0% L - BFoE 45 S 42 R
iite OPAI RS X A Rk I L E A EE W2
Wi Ve -

ARG 28 1) OPAL 348 /N AL ARG DOA 1 &
95 WL R AT 9, 33 b/ IN BR800 ) S 00 e
RIZE RS 25 R ZH A 10 A F /N BRI AR TF fh o 20 B 4
fHEHT RGC B & LB 2848 5T . OPAL 4 35 W0 9 B 41 i ) 58 7%
25 193K — 1 L UE 2 28 R P £ 0 2 A5 (1 SF- iy XoF A0 0 SR AR A
G RER LR

HHTXTF DOA 1 JCAT %0 b7 FIIAE 7 15 it , w3 i 35t 1%
5 R AR A e ] st e 080 A 2 A T B 3l G R Y Xt 4
TRAR AT 52 (9 25 ), 90 D) BE A 5 7™ A TS A B A A Bl AR
BT, AR{F B X DOA K e HLHITF 58 (0 AR WH R A, &3 58 28
LR B 2 RIS R R T AL B TR RIOR
1.2 Leber jst f& P M i 22955 28

Leber i & ¥ ¥ # 2295 78 ( Leber hereditary optic neuropathy,
LHON ) Ilfii P 25 % 2 30 g XUHR [] it a5 Jm 20k sl 30 200k G s 1k
MIGR , Bl A8 % 0w IS miDNA (%8 48 56 1 B & it
g L A B A 2% R db ¥, LHON 9 % % R 4 K
1725000 H i 90% ~ 95% [ LHON % 5 3 4§ % 1
miDNA SRBH XK, EMNSS5WTREE A 1 WK &5, X
3 AN 4N W& ND4 | G11778 A (ND1 f) G3460A L B2 ND6 )
T14484C, HAbMY) mDNA SO 58 45 007 25 78 A W7 4k & 3, 4 1)
AR R R F ANl % 5 Y NDS T12338C 58 45 Bl -F- 78
DU AR AR S5

LHON {975 B pe 45 6, 45 4 19 5 1 26 2T 4k 22 400 391 34 )2 Je )i
I RGC Y2k B Xt LHON £ 3% (4 40 MU o 47 45 3£ 14 41

FIKWEWITE LB, CLITT8A 78 T T OPAL {33k, M e %
BB I 245 R, Q0O 28 20 i O AT LS B 2R LRk
IR 4EFY ZEHL4E P . 24 LHON mtDNA 5 5845 19 4h B R 37
R HE TR b R PR L R BR  R & 9 S . ND6 T14484C %8 1%
TERL ARG B, B T A &gt . DU RE R ND6
T14502C 22238 hn 7 #5487 ND4 G11778A 2745 i) LHON B # 1
i R AN %2 Rl Xk B 125 A4S LHON 5% & 11 196 £ 32 5
Wi 485 4 2 1 206 137 o 32 5 W HE A5 2 MEAT VAT o 2 BF S, S BT
A A LHON (9 3 AN J5 & ¥ miDNA 28745 i 5 2 — , ALflb
fTHRL J1 T B S5 W 08 L LRI A AR SR B G I, fE g AW B o
LHON 1l R A1 5% 93% , 8 Pt 22 S 3500 o e b
T e B & B, WF T B RS R B9 LHON miDNA %€ 725
AR R A

H A6 LHON [ JE AR i 77 1, — 644 iy 5% 9 s PR 3 36 1F 76
PEAT o, A A QL0 B4 4 A 4 2L Hb R % LHON 9 34 47 1E
JI© . Schrier 2 B Y L% T LHON B 0 IR % B 70 Fn L
TR 9 0 9, 9% S5 ) T Ak B L A A A T o B 4
W] ke . T ARk, LHON JE PR A T S 86 1 I PR BF 58t s 7
—RE MR P Yang 45X 9 {5 4 3% T 4L ND4 K IR iR
FH 2€ 955 BE ML 75 Y 2 (recombinant Adenovirus associated virus 2-
NADH dehydrogenase subunit 4, rAAV2-ND4 ) 3% 55 4 5 7 516 97
ff) LHON (% UEAT T 36 A il R WL, 645 & 5 R4k
LA R 3y B A, G v g R LA A, b3 R R
BE VK ELBL TS BE R T ARG A A I AAV2 Bk S 25
KBRS 104 32 SRV AT B RO R R T S IR
PR 4 R ARV ST A T IR0 4R S IR, P AR R I L 5 &
P AE I R R R AN L 2 B T AR e 1 R XL
HR T 53097, 55— WA T IS O 32 45,3 A A S 2 52 0 O R 7 35
JE ) T W T A R RS T oR S B T R B V. rAAV2-
ND4 B 55 U s 1 5V — S04 A PR TA T O v 6T I 4 1 I
2 BT o — 2 W A e
1.3 48Pk kA7 1k IR AR LR S5

f Bk 45 ¥E B Sh JJLBR B ( chronic progressive external
ophthalmoplegia, CPEO ) J&—Ffi & Z% ¥ < 55 , 5% Wi B 51 WL 119 32 30
Ipk BB TR L BB E T RS KR P 4 5
AL B R O AR 2B E L I R i
By mtDNA {5l 2 28 48 5| ik 1, 3 il e 2k 28 A8 3l L RETE
B AE IS . CPEO I JRZE L, A 2 miDNA fl 2 % A 16 52 3%
Wi AR R R 38 0 45 %A PR R AR A T fE S B CPEO Y
mtDNA 25 4 T HE i 2848 DL RE R A5 i r AL 4 5 8. I Ah,
A Hofb miDNA B2k o 8 HE 5 BO% 0 B9 % 2E (5 3% 86 Bl 2k o)
R L A AR R R B Y 3 e A PR B 5 R
DNA FIAEd . 33l e PR 5 720 38 3 D3 e €0 1 S 4 33t £ 10 7
KB MW ZEEERNA TYMP ANTI ,PEOI .POLG .POLG2 L)
K OPAI™ |

CPEO F15 Wil 75 BB i JDL3% A6, UL 1A 401 405 B 27 ¢ B
Sy SR () ORURE PR T 5 2F A 3R A A R R A 08 2 1 AR AE
D B 40 0, 22 SR T ) P 2 A 5 o A2 45 W IV 1 44k e 1 e
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W —BOm LIESS . RAMILTR B/ CEPO 12 W 240 40k 5, [l
Jsi 4 95 B WF 9 % B, 76 CPEO mJ % B & AT R4S F AR K LG F
3 TR AR A5 09 LR AR AS AL RT DLHEAT A 250 i PR ARSI () B sk
o 1 5 PR AR UL PR 375 A DA R S 22 i G FF) B 9 I A 1

CPEO (& E W] fgJe ) XA bR WU 1 —3 4. filt
WEIE A B, 59 14 W 2ok (Ao /8 3 oh 51 BIHR AR L2 22, A0 4
RO b T R HEAT R SR LR RO L 5 A — T [ JA 1 B 5
7R ,40 BlIR Ak CPEO Z 8RN 2 R4 % R ,60% I i ¥
BB IIHE I ,40% 1 A 5 IF KR L 5% 1 B E A IR
JUE AL S BB 2. 5% 1 5 & O € B PRI L X S i 5T
FW LR AR 5 05 19 3R B 22 0 0 1 T AN 2 B — 2 U,
CPEO F I3 2 BUAR 7T R AU I R & B —

CPEO g #E47 ¥k & J& Pk %0, H B I Jo A SR 97 7 5 o
RIRRIWI LA SFIRIT S 3, BRI BN R 0 E SRR K
BN 2 WS ) SRR 0 A R 2 AR B
BRI AR 253697, 24 52 SR L B E i 3 9 5 e 4
UIReny , FARR FBEWIBYT ik, TR Ak Wk T2 -
W LA D RE , Qe b B Ll R 4% BE 32 400, 1 v 32 b B UL 4 e A/
T BRI SR AR 5 2 4 b H UL B e 2P 2 B, T A 1) T L
BEMARE WM CPEO 1R UL, 321z 10 2 % 19 80U S fig
RE RGBT . R Bell fEAR 22, & R J5 KB R %
AR5 A Y E R S5 AR v, DR bk s USCER R 8 I R N T T I 5 i
U R A B A RO, T L SR R W A OE
i T CPEO 35 MR Sh JULRE 55 30 3 fil & JAR 25 , IR G 3K ) b B MG
B TEAR IR Xk AR T R T B R TR
7 AR T — 2 X R SR WU ROCR A0 B 5, BT 2 5
RIGR SR RIFFRBE A AV W B ML WA
W # H S, & B LR DNA () Bl 2 K p5 28 28 ] L3S B
AATEE 47 #532 Wr 1A IR CPEO , M T B8 B AR 3% 9 19 & 9 >R Fl 3E
TR Ak 1 6 A T 0 A B ARG CPEO,

1.4 3P0 100 5 T At HR 6 1)

0 3 L IR 78 S — 1 R (AR R R 9 T IR R R PR R
B, H AT T W 2 B9 A NARP ( neuropathy ataxia and
retinitis pigmentosa) , Iffii R & B by 8% 5 i 28 B i, 355 % 9 R
PO (0, 36 75 1, NARP J& miDNA [+ T8993C 2745 (i 45 L , 1% h R
MFRBAARE SV B ATP i 6 WIEIER |, @R MEMRM
g 78 A AT DAk A A A 22 2R A 9 00 , A0 16 Leigh 25 & fiF
(2R B i 1 R A 2B AT PR B ) MELAS A8 2865 445 Jili 95 |
MERRF #8200 A il 5 . Kearns Sayre £ & i Fl 26 ki 4 WL
o T — T ] A F 5 R B, 59 191 2 s R AR B B LT R
16 {51 14 W 190 6 €, 3 ke A 00 JEv 819 19 JB L ZE D e 8 1 B L
AR g, G B N 3 (16 ) (MR BRis g B A (22
) RIS LRREE (9 1) AR (4 1) IR IRFRE (9 f1]) |
AL 3 (21 Bi)) JESEASIE (26 1) 256 (4 1) FaB 43 51 42 48 AL
T2 FE G (25 1) L X S BN 4R R 7E I PR H X B8 ML 8
9 SR L — 8 BEAT I 5 TR I A 2 A0 R Y I L A

2 KHuETRRESRBER

FIR, — L85 DL HR P | S0 JR A AL 100 I 1% | 4 i AH 5% 1 3

BE A P (age-related macular degeneration, AMD) 254648 1\ N AN
SR LR AR R LBk B 22 ) IF 5 SIF S5 e MR 1 2 2B R
4R T RS2 BB A X
2.1 LRk B AL B

Vg — A R 7 SR 2 B MR 0 28 5 2 B 1
SR, oA S IV A R R B T A, ok
AT 3 R O VA P B B L R L € C S S A U T, 4
i 2 C 7 R W A B 7 AR T A R AT BB M P
mtDNA R ME S 8 EAE LB B AT C B N5 — S5
WS ) 22 0 ML A 56, D3 S5 00 190 Jo A AMID 1 I HR &Y
2.2 BRI R 0 A

B PR o 0 190 I 70 i 4 A N R G T R , 309 ) K 0 AL
95 L TS U T S S AT O R 0
20 1 A5 200 L 2 R DNA 50475 15 200 60 8 T B L R 4 U 2 1
fiti -2 ( matrix metalloproteinases-2 , MMP2 ) 5 /i 5 It i & 19 4% 0
B, AL MMP2 5 5 34 15 Hsp60 S 302k b A Bt 4 A, [+) it
U ) B R 1 43, 0% 2R 1RO P TR 4k 51 % R
TS0 e 8 T2 G #E 4K AL ¥ 35 BR B ( manganese superoxide
dismutase, MnSOD ) () 33t Jif % ik RE WA MMP2 4 § 2R ki 1 45 17,
VT4 SR B 0 B 5 11 2 Je 7 L ok MMIP2 5% Ak
16 Y6357 T i A R DR 00 P IS0 725 19 93 7 5 36 39 ) B0F 5 O 1

At T 5 S50 FR 9 R 100 M 5 A5 4R Ak 187 9K 5 105 4 2 0 A
SRR B A S X R PO B i 48R A /A A 26 N 4R Ak I 9
P BB (4 3 1} 41 i ( retinal pigment epithelium, RPE ) 45 £33 £ %)
PEAT R 11 022 3 W7 S 5 , % IR 14 A 2 10 S 100 o0 8 40 4 1
IO S B A bR Y L B AR TR R A R TE R B
3 PR P 255 Al O 80 A 1R S 00 IR0 40 L 2 7 9 045

BT H — SO 5 58 £ T 404 A 700 3 O DR i S B0 LAk
R0, 24 RPE 240 MnSOD (i i5F 5 ik BE 45 37 33 26 241 ffd 4
T mtDNA 15455 K VF W 5 2 RE 1 13, I 5 2 4 40 05 S 0 4 Ak
B o — TG X — T R A L) SS31 HEAT TR,
5 L % B 5Bl WA TR R 41 K L, SS31 b B B A T 4
5 S 1000 150 55 40 458 7 , LA AL o) 5 0 20 SR A 0 1 7 A
20 of 200 I P T, 00 o 40 B € % C BRI oL X 6k B4R
TR SR I A B DR IR 5 LA R () T
2.3 AMD

PR R AT PR, S R AMD R SR AF W 1
JRE , HAf 2 E 4 900 77 AMD %, it 2050 4E 2 ik 51 780
Jio HE AMD f % A B A A B S, AMD i B R A
PR JE 2R BT . BFSE & B, % 4K 400 ~ 760 nm [ £k 7f
I S P S D RO 0 2L 2, 2 A R A L
PRI IS VAR . N T WIH mDNA 3 S 5 AMD
A X, Kenney 252/ 5F AMD 5825 F1AF I DT T 59 X B8 A 30 90 190
LI mtDNA HEAT P43, % B0 0 55 20 B o miDNA 1 Jic A ik
Je AN I B 22 . AMD B A i Y TE SO 7 L AR R X
e DR A S T3k S O R S el 2 24 v 1) 2R S5 DR g A D) - B
sk 5 ) 4 % T 3 0, 3 AT g AMD R A 45 B, LT RE 2
AMD 3 f J5L A



oA S IR R 2% 75 2018 4F 10 H 45 36 #4545 10 ] Chin J Exp Ophthalmol , October 2018, Vol. 36, No. 10 . 815 -

TTARER MR AMD (30 7 B & BB AR 18 BT 25 00 b
FHBRAS S PE 38 J , {H T4 AMD ¥ J6 A 2807 15, I K L 1
AREDS( age-related eye disease study) & 37 b 75 771 H fig F A 7] 3F
Joe 103 O S 19 XURS: L A e By L A 5E 3 2 A b 12D bR 25 4 3 e, E R
BB 58 P A v T ok B AR BR 1 A 3 7 ) AR (B 1R RS
JREPIE TR FC I8 2 AE S L ek 20 WL 1 U O 24 i F1 RPE 240 i 4
TOEEJF Y B Lok U D B B AR AE AMD & P A g
FRBTF 53T 4Rt A F 56 41 18 , Sreekumar 251 5% 5] £k 7 1A U &2
K Humanin A RLAR37RCT 2k 5 4604k % ( tert-Butyl hydroperoxide,
BH) 755 19 A RPE 4l i S A0 67 , 20 4f il 0 1, 7 e 4ohr 4
g, Wrn Humanin 7] A8 X i AMD B A #TEAEH] . Terluk
IOt AMD P RS AR HEAT TR, 4 BLZE R R DNA
HARAS 32 B A /e RPE A0, 17 458 00 057 5 5 KL & DNA 3l g
YA G, HE ) RPE Z8KL 47T G2 2 Bl i AMD & A= F1 & J& 19
LILY RS
2.4 FHIM

FOLRE2ERBE NS I K. B2 2010 4, 1 F3E
Rl N R O IR B0H AR 3K 6 000 7 4y, T3 3] 2020 4 OLER
A UL 00077 o FFOLMRZ —Fh il 2 B0 , 5 IR A P Lo (A 40
B AR AR AL W2 AT SR A DR I, 4 R A I % Ty
AEZZ I 40t & B RGC %8 5 % B . 2obr 1 oy i 7T fig [N #% =K
mtDNA HE P& 5748 T 32 451, oAt AL 3R 45 MR 4% 1w 5 S 1) ALz
J3 ARG A YRGS A R A s B
TR, OPAT 3 R385 % G IR/ AL L) RGC A7 IR 1E T,
A AR 200 M O 2 %, DB O MR e e TE R PR
T OGRS LA B 51 1 SRR S A G, 3 26 5 ) 4 1 2
WEN B 580K ANEN" .

AN AN R SRR PR SE R M OGIR ) B ARAE R H
F R /N G o A A I I 3 ) A T A ) R, Ok MR T T R M
RAETF IR K J i i /B F 2 0 4E BF 8 M i 22— Tanwar
S0t 35 ) g KAk 7 O I A TS & B, 5 OE ek R 4 L
B, S R T G HR 20 W AL BUW P mDNA 2828 19, % 46 mtDNA
S8 T BE - B0/ T 160 240 it £ 1A Ty f B T, X S 2 R R A 5 1
NG DO 451 B A 1 T LR F B A I O AT R R YT

3 NG

I, 4eohi (A0 1936 97 BUIR U5 A R AR, R 2 80 WF 5
S /INREAS 1Y (B A 5 051 F 5, 5k 2 TE R Xk B 3R 0 R D R I
P TCG—hn e, TR AR A —B . ME LMY RN EH
WRPTAT A0 A EBOR (K R B E AN R T
TE 49 B A, 0 JH 2 o e A A A G TR i 57, 1 B — 26 B
R TC A2 W TR B B R T TR T R AR T R I A TR A9
G H 0T i, AN A A S DR 4 I AR AR Doy 3 R L
BRANAE SE M, i 2404 LHON B35 i & (R b 25 9 4 F 2 ilF
A AR B, R AT IR R B R 3 B R
AL BRAEBOR 0 R R, B4 2 1E 20 M N 38t 4% B I T RE I oK ok
BGIT T B, 5 B 7 1A Oh 32 K5 £ R BHL I B0 1 mtDNA 58748 ]
AL 2 TR R R R SR 7 1 22— SRR B T IR 6

A7 V5% e o ORS00 B AR AR AL BR 2 B0 L B i
KSR R B A AR GITT 1 153 m. 8993T>G R AZ B Leigh
ZREAE G MR R, 22 U B D BRI R A T, R T IR DU A=
AR R T AR BILE R IE R G SR TZ R
T R AR T T B R KR, A AE 2 4 G B
FUl HE TR I BE T 2 N 55 2 S0, JF 28 1 20k 1400 1
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