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ERRME, AR, BB O, BV
BEILE, HRIEREE, 2E0mAr#D LR

i

B1 oculodigital sign (GEERIRR) (g7 LW3IH)

59, —HT, BHESEECEESN T2
BT b B A BRI IR RIREEN 2 IRE O 22513 &
AEBVLDLRBHRD.

Z BB B BRI HE L AT 5
BEEEHT SN TELT, FRERATHS.

RPESS (LCA2) \:ABREE 3 LR RINDIC AL,
11-cis-retinal D FEEAE 2424 5 A5, RPE6S BILT
WCEBRNDH D E 1l-cisretinal SELE SNT, M
fa (BBF) 29I TE R LY, REMICH
MILEFICE->TLED. Acland b 1E, T O
LCA2 123§ A BIZTFIHREEL LT, 77/ Kkt
% 4 Jb A (adeno-associated virus, LLT AAV & B§
§) N7 ¥ —% A2 RPENODIEH RPE6S BILT
BAEW)FHEERA, A XOLCA2ETIVILE
WTEHLZBEDIRPEONDL L2 HmEL
728, 200742 LV EED NV —TFITL o T,
F7220074E9 B X D KENR Y VN T RED S
=TIk >T, & FLCA2BHE TN T AEET
IGEIRRIIZEFRHE I N TE Y, ZORTEBN
HE SN (K3)0~3),

WHETOERRPIZETIE, 17 ~23mDOLCA2EE
3% (EBI1~3) 123 LT, AAVARY 7 — H5iE
THE SN, FO&R, 14 GEFI3) T3, &
I —F L2 EEORETRD, &5
TTOFTEOE LVWHERZROLLHRES L TY

K2 BREEE
ALEEE, B:RPEE



BV, F7KEOERIRATZE T b FARIC, 19~267%
DIZDBEEZMRICEETHREFITbNI, HE
T34 E DKL E LR IC S E L
B, S b2&TIRENORE RO EHES A
TWh2, FERRIC, KE 7o) FRFEERV UL
NZTREOKRFEHET NV — T OH/ETDH,
I EHORBHEESHHMICEEZREA 2V
&, BT ABREN LR LIEADSSH L LS
RENTNBY,

ZEARARE
(av bo—ViR)

AIRIRE
(#H5HR)

527 B

A Ak

2

0 14
B (dB)

HERARE

T ARARE

Xuk1) £HEIHE, WE
FEFBOTAoONY X M) —FE BERECHEE). XU
F—HRERTHIEROMEREN LE LTV, AP KE
Wig, MERErEL
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ZDXHIT, LCA2IIHT 2 B FREIRE
M EBBEDREFIEROR THAIN, EFLE
EIRBAERONTWALI)ITHAL. LHEED
FEFZBIGETHIEICLY, E5ITEVIEER
ROVHRFESNS.

RPEFHOKE, ROEOWITRE, HH
BT % EME 5 BEROBEEEESRT, [8
MM & BN AR OREE R R, O°F A
M HEE T B R ORATIE DR BB &g

SNTVD., —RIIIEFEIICRE L TREFICE
TL, PHELZVLEECTREZRIBEICESLE
BOBMTH A, DryjabIil XD, 1990 4 1Z4HM
FRICRREMICERL T E F 7Y VEEFIE
L FEERPOFEEBZTTHL I L HE S
WTERY, T g TICHS0BED R HEE T4
FEINT A, BERRIE, ERemErE
7, BRbESERn, XEBaRESEEERRE
LFEET, bPFETRENEFN1TD, 25%,
2% DEEEED LD, BEERXSEo&Y La
WIEB S RESFET S, T, BROEET
BRI TRET I _EBEZFHEEELEHIN
TWa,. bHETOHEFREIL 3,400 ~ 8,000 Al 1
ANESRTHEY, BEHIYITALEESRT
Wh, KEBEIDVEICBIIAEREDOE 1L
T, HREHERTHEIMTHS.

ARECAT RIS ©, WEEE LR OMEL,
WIS DML, B/MRRERINE S EA0
bid (HM2-B). RPEGHTLIEFERLLT
{Z, Laurence-Moon-Bardet-Biedl JEfERE, 4 I ¥E
W& E (Hurler 5 1% #, Hunter JEfEH %2 &),
Alport fE 1% #, Kearns-Sayre JEREE % £ 2°H %
(R). T/, BEHEXED DO Usher EEE
BH5.

CORBICHT ABRKRIICBERELDEYET S
BEEEIELINTEL T, FRERRTH 5.
L725o T, BEICE 5 TIBROBEIEHIC
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® REERENEZAHTIEHKRE (ERE)

G

25uvV

e

p=totid FotioEid

200 400

Ry

300

(ms)

M4 RPRPEEECTRRODEABRER (i1 12) SV3IAE, ¥B)
A 3EBOBBTE TS VBN RCST v b) ORETFICARANT 2~ £#5 0, TBHTHEL
A BBIOWE. ABETE, AIBNE (RAR) FEINTVS
B EERE (REMSEORE). FARETILICHT 3 MHRL TV Y, AFRTRRISIRDSNTID

FIES 27200 BHRIEHE, ThbbMELDR
-, BEREEORELFNIILIAT—E A
DIEFIRLE, BPHE BEREEEFIR - BEFS

&) OFF, VN F—TarolBfahEd

Vo7, QOLZ BW A O OKREN L TIEIE
BECTHEETHL. —F, HLVERERRED
BAZEDONTEBY, SEHHENT L EETIHE
Dbz, MFMBIERAE S N IRERAE, 3510
i = A L - fRIE B AR R i LNk ORRIR
IDHAEBFIN TS,

Rk & 912, RPGHIRICERAT AL EE

LA FOBEFEEIC L o TREWICITRME D
RICELD, ZOHBTDAH = 2iE, Hilllg
DT RM—=VATHD. HREFAERTFEHREIND
B, MRS LREEREE T 5705, &
Zolohoomr bR EEHRETF (pig-
ment epithelium-derived factor, ILF PEDF & B&9)
TEIRL7z. ZOPEDFEIEFZHEHL-EEY
ANWANT F— (FIVHELV Y F T A VA (sin-
ian immunodeficiecy virus, PATF SIV & Bg3) X7
% —)] *RPEBZOMETIHS L, S shi
PEDFEHIZ L VIR O PEDFIEE = & < #EHF L
L9 EEZ TS, PEDFOMEMBRREEHNICX
DIRMIREOFEL AT X, BEOTMMEBETZHC



TEeREMELTWAE. EBIZERORPET IV
EWIiBVT, TOEBENRVHERTE TN
(24)10~12),

ERBHEB O BRIZFRBERARME L LTL YTy
ANVANRZ & —=BHEVLNIFHFZNWI & X

h, SIVRY ¥ —#% 512k 2%eE (BFrzo60

e ) 2 REEWTHL =74 FVzHNT
ME L, 8BRS TICHSERORE OS]

BIZBNT, NI —HEIEIIRRERB L UL
FIBITBERGEEFEZP LW LR TE
TG 1),
LLEDRhEestER 7 & I LM RB O FICE
S, BRI b a— VEERL, FHEMmE
ZESTOER - AFExF/2. 2618, FH22
F£10 A ICEETEHE~OERETE O BFEIFE
L, SEEFICEAREERAICBV TEHE
VAT AEREDVFHGESNSE RAARTH L., HF
Sk, ZOHLWIEEEPHRRN CICH S A TTEE
HdH 5.

FTRERRE R BT 2 BETEEORRK
R, FRREFAREIA RV DD, SRICHE
b TCHMRYPL LI OMAERLNTND, &
EFERICL > TN S OEEMREN TR T A
HHEZERENVL, EELIMELEDTVL.
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