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55K 7- Paired Box 6 (Pax6)iX, FHEENM) O EHREAWE TIL, ROIZE A EDOHE
BUCHBL L TV 5, ZORBEERIT, IR HIRMICIZBIZ D T I DL, IR O FEIK
L3 Z 0, MR (Neural Retina © NR) & ## & ¢ 3 I 7 (Retinal Pigment
Epithelium : RPE)~D LT L T < BFEICB N THEDL LT, T 63k o
BLL&ET 5. EBIT Pax6 DFRERIZE 5T, NR, RPE, LU X IIE%EE &R
DFRRNCEZFENELT D Z N L BTV 5D (Walther and Gruss, 1991; Kawakami et al.
1997), MMz T, Pax6null O~ 7 ZERTIZIROEA RO L7259 KO K[
MOTERE T 2 bol T 27, 2D X 9 ITHRB KT Pax6 [ZIROEARIZ B\ TIEF IZH
WREEIZH S TEY | A THOILTODIZH b b3, Z ORER -3 )
IZ U CEERAR AR DA A FIE LTV D0, 2 OBEREITH O 272 o Tnvely,

AMFFE T, IRDOFEANTMZH DIEFE T & D RN & Ml 38 1R O sl kiz DWW Ty
=T NUREHWT Pax6 OT A Y 7+ — LT L OREL . In vivo THOLMNZIL XD
& L7z, WIEHZ2 Pax6 L0 b KV SROGEERE A K7t 5 7o O ITHERE Lt S E 72 Pax6
BT AV T+ —50, DNAGEG FAA WA LT Pax6 2RI SELa AT 7
N, =T MY ROIROERBIEAIH OIRIIZEANT 5 Z & T, LD Z OfERIZI T
%, IROFAICED D85 DFIBA~DEEE in ovo T 21T 72,

ZORER, ZTNEND RAAL ANHHBEO B D REN B D Z L HIPI LT,

T ORERIT. IROFEAEBREICIHV T, Pax6 @ DNA FEH KA A OFEWGT A,
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FAERCIZE ST BRIt Z AT 59 5 IRt 2 50 < R %,

INLONTEITOHF T, DNAFA RAAL > O—>2Ths PD # NAMIC KBS
722 Pax6 T, A~DREMEOE LVETAROND Z &IC&fvWiz, Zhid,
Pax6 ® PD WIZIER 2172817 7 F /v (Nuclear localization signal : NLS) %
HOZ L ERL TS, Quail Pax6 THEIEROHELAH Y | exond IZ2— FSdH7T
3 BEfd S (chicken Pt b, ¥ A Tlid exonb (22— F X5 Pax6 @ 48-119a.a. D
TR BRSNS Y AR WVTEBRICE LS E~OREEDNME T T ST
(Carriére et al,1995).

%< OEEBRTTlZ. DNAFES R A A OWNES, 8 25 WIFUEEEIC NLS A EET 5 &
EhTW5 (Cokol et al, 2000), HBEEWZ &2, Pax6 D 9 —F 0 DNA fEE R A
A Tdh s HD T L TEZOurf#EC NLS 2 77E L. %o NLS(HNLS? -LKRKLQR-
(206 — 212 a.a) Ak L CTEANEXEZ X7 E Téh % Importinl3 (IPO13)7 HD @
208 — 214 a.a. & 261 — 267 a.a. & D7 2/ BRELSICHEA T D 2 & TENA~OEED
Thh s Z & B@E ST 5 (Ploski et al, 2004),

Lo, #8172 NLS #Ff> PD Tix, NLS fEIOFEMR AT I XTI Tz
W, [FIFFIC PD-NLS S8k O fEdT $17 5 72,

FER L LT, PD-NLSIZPAL V7 FA A Dt C RO~ v 7 A ThHbHo3
4k &G A, linker #3457, Z LCRED ¥ 7 KA A > ® N Kl Oad OFPHEE TOIA
HHICDE 2 Z EBH DN 572, FTHRHITE W NLS iE M2 £ 157-S65 1Zad O
C RIRIALE L. T NLS iGHED &7 72 166-S74 13 linker #5437 (2FY LTV 5 2
EMB SN 5 72(2 1),

1 PD-NLS ot
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NLS36a.a. -VSNGCVSKILGRYYETGSIRPRAIGGSKPRVATPEV-

| | |
Structure —— a3 fnker ad //

L7en->T, ZofEEiE, NLS & L THRE L=, BN TIHER DO A= A2 MZ
faT 52 L CTREFREICHLEELTWS Z LItk D,

587772 NLS {5 %7 L7-fEik o 9 5, T63, G64, 166, P68, G72, G73, S74 1Tt b
Pax6 CTHLRGFINTWD YA M T, ZHZ4 missense BRNPIHERINTED, i1
D DZEFNTITRE TR S AV ORI C F AR, FRNEE, ARHR. SRBED L ERR
B R RIRERA2EZ 5 2R I3 2 225, PD-NLS Id Pax6 DN ~OBITIZIR
53, IROFEEAD=ALTHESBEE L TWDLZERBEZLND,
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(ELFCEE - RBRHR)

PN IR & IR 38 B OBERENR VA Th D, MRk, BAETOMIZER I D
IR ASARAR A~ & TERBTE AL S 2 P ., A UHIS O34T 2, 2 OfEE b} &0 & 5 22
FoTEZZD0, H<HLRAEFEBICK T L —2DBFETH o7, FHIL Pax6 5K+ D
FEBUEI OMMAL RN & . ZORFRES D 5 Z L Ic&ffnie, Pax6 IXEFTHI 7 IRIE
FREE 2T 2 LR DR RIRE R Th DA, oy T AR D ERRIIC 132 < ORFE %
ML LTV DB Ch D, HH TR & MR LR ofEEkicis VT Z OB R F 0O
BEREIBI G- 2 DM L L 9 & LT, MU AEBEM OBMBMEN ATRER =7 U I VT,
Pax6 3% 2 fli> DNA &GN Z O REIERGRRIC E D L 5 IZBb 5 0% (WA L - Pax6
BETFEMBIZTZ LY haRlL—ra 352 LISk o T L, ZORHR. YIRT K10
DNAFES RAA LDV T RAL UNENENRRERER D O 5 LHE HERERE LT,
Z OB KA OFSREMRATIZIE & A EDS in vitro T/THOI TETEY, DNAKA RAL O Tff
WoriT ) % invivo TR L2 AR OMEIIRERE N D TH D, £ 2 O THIZEBIT
T TV OMNTIE, MRZECY LA DNA i & OB A Rme T 572 & YA T OER
MRENVERBDOHLNDDT GLE LTHEKTH D, BRI UL LA O & 51T 7223,
INDERIIKMEED Z LT, Ak LIl & iz,



