2

A5V R BRAART B:#LFH 128
2 BE2 sEBIR

=

. N R MITF/GAPDH
FIZHFG Lo L E 2 b1, 20-
- Xk
. k
E. #5 - 3

B2 OnM Rapamycin
B2 1nM Rapamycin
& 10nM Rapamycin

TSC @ B A% K %° rapamycin O X 3R O #7512
ERFZZABAZ: % VDS, TSC DHEBEIZB VT D,
rapamycin Y B EIZEWER A % CEBRIZER) 7
BRETH D Z PRI NIz, 5% S IR -
FEEOMMATE A SME 2 M T E 72w, 1h 12h 24h

incubation time after addition of rapamycin

1.04

* ;p<0.05
*¥ ; p<0.01

F. BRfER1EH o
3 BBEEBEEIAT AL MIBIJLI3% 42~
WM & 5 MITF 8 0%AL (1) 7V % 4 4 PCR)

M4 BEZBEBECMNAT 2FA MBI UVRNCEB AT v EOELL
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JE A S R R SRR B G (R BRI 1 BE 5 & SR AT R 3 38

VAEiEloiEtciscy 3

M B E OB WIS ) 724 - A Py 2 B e

Bigesrdis  BiE B WA RFEEARRERGREE IR
INA G2 T F VIR v 7 —HdR
T 3=t

3 PRI 2B RAT 2 AT - 720

B EEERE (XP) OBEHHABEHEO) D, CHLEFROFERNARTFEDIIX 7 L
FF FBEBEREBICBVTCDNABBORBRICHEDIEELRF TH L. AFIIBITA
XP-C BB E H RO EMIL % H T XPC EIZFD
BRI AR D R EAZ R L Cwizds, 4RI OEBFEHROMITIZ OV TS HITFEMZ

B
R

T VEEEED BT, LA

A FRIRE®
EMERE (XP) OBENHEAHERED ) b, X
7 LT FBREBEOBEGRREBICKIEZRT C
B, BEEICOWT, BENBEOERMBN. BLUHE
ERBWEORSE T B8 T, XP-C BT W TIZEK
KBNS BOEREPFAZE SN TS5, EAD
BEIZOWTIINERBRED o770, ED XD
GERT VNP EDREDHEETHALTWEON
EREFICIET LLENDH S, £ 72 XP-E B id DNA
BEHEEORENET ANV FTHLI Erb, (ERD
FETRZORENRETS TIER L, FBI)LEE
B < AREL SN TV AIRELND 5, 41T
ARSI X o THFESNL XPC Y V87 ED
2V FF UALDS, XP-EHREMEICBVTHEREDY
WWRIBLTWAZEERHLTEY., ZOHRKREE
BEOQOZWI BT 50 OEFEN LIEL O 5,

B. iR 5 &
W3 B B O B B MM AAE L, TR

BeEEZE R R - ST ETER LV 5 LT
W7e72& . B b TERT. b L<IESv40 79— THL
FOFEBRIZE DAL L2 D% Bz

X7V AF FBREBEICLVEEFBRESI L
#% O DNA BEE K OIRIE & 7 52 A EHIDNA & 5
&, BAGERRST L 7281 5-ethynyl-2'-deoxyuridine
(BdU) # LY A FE /-, HOERTHZ LK
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DWEIE L 7o — 7. BE B LLBEEEORE
Y 7 AR IRET £ O RNA AR EE L. FBRIC
5-ethynyl uridine (EU) OHLY AKX DR~z 2
noDOMER. BIFERFERKFREERE SRSV
Bk BEELS L OERMIZICE DITo 72, 1B
BEEEE oML, MIRICERIE (10 Jm®) % B
I, #RERAYICS/ LA DNA ZFRE LT, BET S
(6-4) KEW #EBRHREN 2T, 70— F V%
FAWTEETAZ LIZENITo7,
(fEE~OEE)
BRI OFRAT IS OV T, I REEE S
RREFGHEEZEROARR G LT, BE - Kk
MPOOFEEZ LEICTHE LRI 72, L
L TR M N v 7 S 5 A ETRE 21 7
Mk EER LB, UIEGHEE COMBEILR
Vi

CD.HiIEMEREEE

FEREBBUEIR % P ) 45 RE B OMHES g &
BB R L. 18 R EEELT v 2 A
2L XP-CHTH A REMEIRE SN, LAl
P XPCBIZFOT /7 LAEFNIIIEENRD S
ng, w2y r7ay hOKRE EEXPC Y ¥
NRIBREHRLTWAZ L RSN, 202
EE—FH LT, MR TR LRSS
L DNA 50 (6-4) HEVOREEREZ, EFM



RNAGELEE (TONER)

FEBONATE [GoNER)

Fie]

o of cortes!

BEBRBECBISZRV UAF RREEHERN

JAZHARTETEAEETHL ZEFRHBER T
720

Sl 20 BEH R DV CERIMRIREN I P
) REHIDNA G LNV EME L EZ A, XP-C
FAREFABREICERNZ Ebhrol, 2O L
& X227 LA F FREGBEICL 2EEOBREIIESR
I Z A5, ZDHO DNABEERIZ S 705
oD LRRET L, SHI2, BEEEEL
BEFEEDORE TdH 5 RNA &R EITEREIZ b RIEADS
Ron7Zehs. ZOBREMLOVEED XP-C B
CAXPBAREICR 2 B 2 E R I N2,

D rofERE2E 2z bbb, ZoBEHEME
TIXRIMRIBE R, X7 L AT FBREBEO#IT &
W25 L DNA FIC—FEF v v 7HERET L =
EPTFRIN, 22T, RYVEIEE 24 BEE 2D
MEEEfoTaxy bP vkl 2ol h, 7
WA VHEET CERKB To 25 E ICHEEL
DNA SHEIBT 28BS S /ze RS T O kEI T
BHVRIER AT L LN THEBELR B RN o
R E;L, ARG (Fr v 7)) FEBICER
LTwaEEZLNL,

E. #45
UEELHERMIIE, X7 LA F FIREERI

LDRNBHEEOBREZIEFTHLI, FOHD
DNA 186 M2 88 % /R 9 #1277 DNA 1518 /K38
ZPED) TREEDSE V. BITE. DNAKE T A 75
U —IC KB ERIREZEOMM & . &%) 4 DNA
EMT OWE 2 5. Z OFRHIIIE b 5 BIZT 0T
DT W5,

F. BERERER
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RS EE TR RRY S (MR 3)
R
C BERMEES O T A VERTFIZBIT A
X7 VAT FREBE., mEORFIZET 505

WFgesrdRs HBRAR  KRERORERFEE G ER IR

et 3=

27 LA F FBEBE (qucleotide excision repair: NER) HHE 1 BF % F¢ 0 B R MEH R E
(xeroderma pigmentosum: XP). 2747 4 Y EMEHE (Cockayne syndrome: CS) D JE K& R EY)
OREREFRHT . RS RS EREE (UV-sensitive syndrome: UV'S) B FO 70— 7,
FNHICRBE L OBEONFIREOBNEMEENE Lize FR 23 FEIUTORRE
B7, (1) XPFELEN A~ Bgs &AL, MlsZIcEE 3528, XP-FXRXFERA
TS EORE FBEEIORT I L 2L I L7z, XP-F X XFE BF OIRE M
fan g O RENIES L TWAZ L EZRE Lz, 2) BE KK LBEICET T 505
INETRMTH o7z UVS-A# (Kps3 BE) ORRERETFEZ, v 7 AE-REBHEBA,
CGH array 5. BACtransfection % FiV: 5 Z &2 &k ) 7 u—=v 7 L, UVSSA &fnd L7z
UV'S-A BEEEICBT 2 UVSSA BIZ T ORREREZF L2 L, UVSSA OFE & KL 7

ISR BT B 1% 8 2 fRAT L 720

AMEBED

X7 LA F FEREBE (NER) 1, B ENE
FEE I L 2B IR LI DNA G2 BETE
LEELEEEREFEECTH S, NER EHEICAE
Frdbov MEMEERL LT BRREEIHLZTO
TR TR ACTE 4 OWMBIERE R T BRI
B 74 (xeroderma pigmentosum: XP). HEFEEF A
&, FBRRREIR P R AL RS o A VERERE
(Cockayne syndrome: CS). CS BREBLEIZ N2 TEE
e85, REAILEE R ImER ZHEEZRTRERE
(trichothiodystrophy: TTD) . H Yt@ @< 5 F It =
IR RV B R EAEERE (UV-sensitive syndrome:
UV'S) Z EFMLNTH Y, EarfERFI B 5 NER
DEBEMENRBEEN S, NEREFZRT XP 2
XP-A~XP-G®D 7D, CSIZIZCS-ALCSBD2
OO EAR BB R AFIET S TTD (& TTDA &
fZF DAE I XPB, XPD EIZFDERERTH I
L. UV'S ix CSA, CSBEMRTOMIC, RADER
FThHDH UVS-ADERERTHEET 5o UVS-A

PHOBEFEBEIC 70— 7 ENnTwbh, &
7. NER #1213, 5 2 HE LML 2%
2AEE44 E o DNA BB & BRI BET 5 [
By L 72454 | (transcription-coupled nucleotide
excision repair: TC-NER) & . $B5E O IF# G 88 b
PIEEHMODNABHLBET S [7/ o2
£ D 1518 | (global genome nucleotide excision repair:
GG-NER) O 2 DDOHEHESHFIET B, CS L UVS T
IZ TC-NER ### %5, XP-C % XP-E Tld GG-NER #*
FNFIGERICRIBL TS, AIFFETIX, XPF
OFEBEIENT. KU, UV'S-A OREREEF D7 10—
=¥ 7 %47\, NER O3 THEDMHEH, XP, CS %
UV'S O FIRREOMIR = it HAY & L7z,

B. AR A&

XPF D HEALZEE), 0 FAEYFRIRERET 217 o
720 REO UV'S-A FHERT % MM & v 728
AR E AER CGH array B2 w0 —=> 7L
720
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(HEE~OBRE)

AW THERT 23 BHE, BRIl N> 7 1284
SN, MR IR R I N TV B BE RO LGS
MEFMNBTH D EABRISESATREELL S
CIREETHIZE AL C — ISR ST B il T
Hbo WoT, INLORHBEWMEICHERTLICH
oo TlE, 41 v 74—aFarvr b, HAERE
PG SRR E NS,

C.HHZEER
(C-1) XPFEREIHBEAMRICEEL, T0OEE
P XP-FEBEDREICE>TWS

BRI RAEF #EHE (XPF) 1L ERCClL &~ T
O2EREZERL. BEFRNZ FX 2 LT —
YEEE D H, X7 LA F FBREBER DNA 5
AEMBEICE S 9 5, — . XPF X ERCCI & 1&
FICERERr HOBBIICERELLE (XP-F) @
filz a7 A VIEBER (XP-F/ICS & %\ 13 XFE) %5
JET B0 SHII, XpfR Erccl / v 77 h<w A

5% Input FLAG purified

A
c D 4% & oF o
FELE S

XPF
ERCC1
i Eg5

Heavy
chain

12 3 4 5

H1 XPEEHEWRFAY EHEEgS LEET5H
(A) FLAG-His tagged XPF % %& 3 -4 % HEK293 #H
Ba D 2 & BT FLAG $ti6 % W C XPF ¥ /%
7 & % affinity purification L. XPF ¥ /27 E % 15
ke LT L7, XPF#4A1K% SDS-PAGE L
TOL, BEEEETo72. (B) [EHEIC XPF-. Egs-
BAEKZRHEL, ARICEAR LKz HNT
western blot L 72. (C) FLAG-His tagged ERCC1 %%
9 2 HEK293 ML O 2> 5 3T FLAG ik %
FH > T affinity purification L. ERCC1 ¥ ~ /%27 Bi#E
BREBH L7 OB, AWICER L sz B
VT western blot L7z, (D) Hela ffaHiE%. #
T & LU L PR R O CRERE L, 2O
. BHImZEI U2 PiiR % BV C western blot L 77,

FER4BOMATICEZEREZEL THRTT 5,
XPF-ERCC1 A RIZDNABEDO A% 5T, £k
HRER O b FOEF D XP-F % XP-F/CS (XFE)
BEDVRIHRA BREBORKE 25> Tnb 2 EIUR
S nb, F’xld XPFEHEDF &> v EHEESS
ERETHIEE RO (K 1). Egsid, #ifa
DEENZ B THRUOMERHRIR O TR & 5Bk 28
DEHBETH b, TIEHGHEBHRTL, (K2),
F 72, siRNA Z W2 XPF D/ v 7 ¥ Hifaix
EAHE IR O RE, MO EEE 2R L
720 {77, XPF-ERCCI # & 1£7° DNA 1548 TR 7-
$ITY X7 LT —EIEILEgS fFIET THEGRL
72 (3), S5H12, XP-F R XP-F/CS BEHN T
IR RO RE, MO REREHE
HHNT (4), LLEDOKERL S, XPFIZIEH %

GFP-XPF DAPI

Eg5

GFP-XPF

XPA

GFP-XPF

Interphase >

M phase

a-tubulin merge DAPI

DAPI

B2 XPFidEgs L R CHBAET S
(A) GFP-XPF % %3¢ % HeLa M3 % G1/S BT
FL, FOBSH~BITSw, 7EBETHEL,
XPF | GFP TH#th L. Egs 13$1 Bgs itk % v 72
REEERBEETHRB L2, (B) (C) LEMBE%E
Pa-F2—7Y VPR, PUXPAPIETHRE L,
GFP-XPF & O IFIEDE Ex Tz,

Interphase M

M phase

M phase Interphase O
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Yt RS EHB ORI MEDRE 2 - TB Y,
XP-F X XFE BHETIIZOMBICRELZ LD &N
R E N7z (Li-Jing Tan 5 : Genes to Cells, 2012 4F
FIRIH) o

(C-2) UVSS-ABBRREFETOI/O—=2 7 & #hEe
BER
TC-NER £ % /"9 UV'S B X HudEm k. &
EOmELE, EE ERBHRERSE T 525 CS
IZERD b N D HERFEERE, MEER, B
WD b\, BHIE, UVS IE3 DDEMKEH
M2 R A EPHLN TS, A ITH
ARAUVS BEUVIKO 8 CSB #faFIChEHEEH
DEREFE 2 FHOZ & %2#ME L (Proc Natl Acad Sci
US4, 101, 15410-15415,2004). 7 7 ¥ A AUV'S &
HUVIVIL 1L CSA Bz FICAEBREHOERER
O LSS X7 (Proc Natl Acad Sci USA,
106, 6209-6214, 2009) » 4[|, J5 K #& {5 F 25 K &I
D UV'S-A B (Kps3 BH) 12200V T, BEFERER
Foru—=vre@aic, MMERBEEICLY

A B
05155 05155
Eg5 -~ Egs - - R
ERCCH-XPF — + + + + — ERCC1-XPF — + + 4 + —
u
P S
—D» eveepw - ««:<
P
- W
123456 e
c ERCC1-XPF
a i Egs
:O P crew Time (min) 0 16 0 51015
123456 e ¢
-
3
4
1234568 e
D = E =
@ @
a &
8 80 o 80
S 70 27
& 60 o g0
£ 50 w0
= 40 2 %0
G 30 2 30
> e
S 20 S 20
< 10 S 10
£ oo+ 1 T z o+ T T T v 1
E 0 50 100 150 200 250 : 0 50 100 150 200 250
GST-Eg5 (nM) XPF-ERCC1 (nM)

[ 3 XPF-ERCC1 #&15 & Egs OFEAEA ORERERI AT
(A) XPF-ERCCl &L 5 ki PPl SNV D
46mer stem-loop DNA 2: & % Ji & L. Eg5 O 1E
T. FEHFELET T XPF-ERCCl1 EKDZ Y FX 7
L7 —BEEIC L )RS L7 9-0 10-mer D UG
B AEA— I VAT T T4 —THIB L. (B)
F#EIC, 5 K PP] T NV O 52mer splayed-arm
DNA #£EZ* AW/ -Be0rr FX 7 L7 —EiEYE
ZHEE L7z (C) splayed-arm DNA £E & H\w 72 %
£ ha—AEE, D) Fo—7Y) r2REEIILL
Eg5 @ ATPase {GE D E &, (E) XPF-ERCC1 #E A&
RIEFET TD Eg5 @ ATPase {EEIIE,

Kps3 Mg~~~ 7 A B—ge @ ff A 21T\, HBIHE
% 1S L 7285 Kps3 Mg 2 1572, 512,
UMV v~ A RS T 5 2 & THREL - E
k% BN L7z Kps3 MifE A & b SRR PuE 7 10—
VEE, Kru— Il RBLTY Y A S FRAEL
NEAENTWE I EF<IVFH T — FISH ¥ & 4
BRBRENT 94 v —%H\7/2 PCRIEIC L - THE
HL7z0 S50, BT S ANATY A =23
¥ 7 VA (CGH array) #7205 SIVGIRIIME © 48
BLABOMT L7z Kps3 NTF VAT = 5 b
PR AME—D <y A7 A LEEEE LT, 5
Yk ir o 600kb O A [FE L7z, T OFEIHIT
0 EOBBETFIEENL, T2, YT RS HEYE
B A L o T Kps3 Mifg TC-NER #3[EI1E ¢
52 & bR LI, HEEEe /N —F % BAC Y
O— % Kps3 MfICEEALZEZ A, —DD BAC
71— %% Kps3 Mg DA PE R TC-NER %
E#AL L TOBACZ O — VIZEH T N5 ERE
T @ cDNA D A2 X - T b Kps3 Ml 1L E#A1L
L72e L. Kps3 MfgiE Z @ #EfZF 12 nonsense

w-tubulin

| 1againg chromosome|

multipolar

% colls with abnormal &
cloar motphology
% cells with mitolic aberrations

AT

3 o ® W
R At

%

s-tubudin
o-tubulin

o
S S B et
5 BT T o

s e

4 XP-F RU'XFE BEMIICB A HER L%

OFRERE
(A) XP-F i3 (XP2YOSV) I BT BB OTLERY,

FUMEDRE ., Ao RORE, (B) XP2YOSV
AR, KUY, BP 4 ED XPF ¢cDNA & 5 W 1E XP-F.
XFEE ZE HE DO E R XPFDNA * BHW T 5
XP2YOSV MBI BT 2R OEEERE . FOEOE
RN EORE, (C)IEF e MlE (FS3SV).
XFE # §3 (XPSIROSV)., XP-F il (XP42ROSV)
B BHME, (D) #XP51ROSV #ilg. BER
XPF ¢cDNA % & A L IE® 1L L 72 XPSIROSV # g,
# XP42ROSV A, EFEl XPF cDNA %3 A L1E

AL L7z XPSIROSV M IZ BT A OLEREE &
MR,
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mutation & FEEEEICFE-> Tz, 202 &b,
AT UVS-ABEGRTEI7 00— 7 TEEHERR
L. UVSSA BIrF & @4 L 7. UVSSA IX TC-NER
&A% 12 B V> T CSA. CSB. RNA polymerase II & #&
G5 L, CSBOFLEFF ULICHEATH S
CEXHLAICL (X Zhang & FIRFET) o

D.Z&

B R EFEEAE (xeroderma pigmentosum: XP) &
KB IEF EY OVERERIT, BRIV IR IE A
# (UV'S-A) EREEFO/70—=0 7, 2612
KiE% b DBEODTIREORITIC B L DG
B & DEEEHITH I LA TETZ, UVSSA D
BT THY . SEERICHEFETEALLHITL
ALRYS

E. i&:@

XPF O FMFEAEZ BH S 22 L, XP R CS DR
FRERCERE L 720 72, TC-NER IZBE5-1 % RHD
UV'S-A B (Kps3 &) ERBZFUVSSA D7 10—
Z YT RATWE OREREFRIT 2 1T 5 720
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ABERUELEE (XP-A) 6F B OB IR T A T Calbindin-D28K (CD) & Tyrosine
hydroxylase (TH) 23§ 2 feiE b getn 2 1TV, GPHRAN & AR IC B, LR B
BRI ERE L7z, 2. BEAL D G SIEE ) XARBICES T4 47 P =Y DR
3 (6-Sulphatoxymelatonin, aMT6s) % E& L. XP BHE D aMTés fHIZx B L Y (R(EZ
RLUZZHS, FEHCEE T Aol AT M= VIZIIHBRILEAZA L TED . XP-A R

BCOAT Vv, SRET ITZA MERDSER I N,

A HEED

AR RUTEE (XP-A) 2B L T #
Meynert % CTO 7 2 F )V a1) v FREHE % & L7z
(Brain Dev in press) o —/7. XP-A Tld Meynert %t
BEOBRR T EHREIE T 2 mEENET 517 h
NTZhaholze £ T, HIMRBIOWRT &% 5ok
AR SR IRAT L 7zo TIBRICIA SRR L D 20ils S U
HYXLEBICES T 5 AT b= 0E7z 5 HHY
(6-Sulphatoxymelatonin, aMT6s) @ R HHE: % 5T L
720

B.HAR A&

1. 7B To I 18~26 7% @ XP-A6 # M Bl O IR T &6
JE %t ¥) € Calbindin-D28K (CD) & Tyrosine
hydroxylase (TH) X9 % REMBILFRE =
1To72e

2. %P BB 25 61 (11 7 B ~66 %), XP-A B3 84l (8
~30 5% EENBE LToas 1 VEER (CS)
BEH (8~305%) 7. fREE F I3 ERE
RANOEMIZ L DFAEL B CTRPREZRIL 72,
GenWay Biotech L Z4ELISA ¥ v » T aMT6s f &
% L. creatinine #i IE{H (ng/mg creatinine) |2 &
% E -l % 47 - 726

(fHEE~ DO L)

K22 5]V B TER TR & 195 0 R PR B R o fR 3
FREEDPLEBENT VD, EEER - HIHREOIL
HE75 5 ICBEDEEICH 2o TE TR dHO -
TOEMIZLAAELBERENHZITTWE,

C. iRHEBR

1. XP-A FIIIZ BT BB & [FARIC. CD &
IS L ) BB, THHREICL ) EE”. HERL
¥, BERAEEERERER S (B 1)

2. X IR aMTos B XL B E M2 R L. BEHEH
THALVVEZR D Ptk FEi2s CTERT
L7zo E%E 25272 8 B (8~32/%) L OF
BEOMETIE, XP BEH OFHaMTés fiE 24.5 &
SO 2 (41.3) X DRV EEZR LA, Hat
(2B B Tt 7% o 72 (Mann-Whitney 2 7Ep <
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Calbindin-D28K Tyrosine hydroxylase
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RIS T4 X5 b= O5Wds XP BE Tk
TLTWAAREMEDIHS IR 572,

aMTé6s (ng/mg Cre.)
70
60
50
40
30
20
10

XP-A

Control CS

B 1 JR 6-Sulphatoxymelatonin (aMTé6s) HEilt

—114—

G HMARER
1. GRCHER
1. Hayashi M, et al. Lesions of cortical GABAergic
interneurons and acetylcholine neurons in xeroder-
ma pigmentosum group A. Brain Dev (Epub) DOIL:
10.1016/j.braindev.2011.06.015
Hayashi M, et al. Brain vascular changes in
Cockayne syndrome. Neuropathology (Epub)
DOI:10.1111/j.1440-1789.2011.01241 .x.
Hayashi M, et al. Oxidative stress in developmen-
tal brain disorders. In: Ahmad S, ed. Neurodegen-
erative diseases. Austin: Landes Bioscience. 2011,
Pp278-290.
TERE. B RVERRE O MAENZ. Visual
Dermatology 2011; 10(5):456-458.

ERER

1. M HEEE Z D ORMOREIIBITABRER
T &R EY AR O R B EEE
FFTRL &Y Y RY Y 4L HIE (2011,7.20)

MRHERS, EHMEE, MBEZ. EBMmE
ARVEEB)IRAE O/ BARE. % 52 BHA
TR E A SRS ZE & AR (2011, 6.4)
MRHERE, EHEEZE, HEEZ. BRERE
FEVC BT AHE 7 3 VMRS 2 BT
25 53 | HA/NEMEESRS, #iE (2011,
5.28)

2

H. ZNE9PT BHE D HEE - MBIKR
(FEZED)
UL L DILEY,



JE A SRR s B B & (BRI TEIR B TR e F )
(7318) WRFREEEi T s &

TR REMERE (2 B9 & W9

WroemiEE HRBE—

RBRIE R R 52 Rz 8 i

R EE
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EHAERBERCTH b XPGEIIAFTL Ebo THAKETH 5 03¢ ORFANF AR

A.HIZEH

WizeaHE I 2 E£ M Eicbe ) R EEEE
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B (R TLEDDTH% XPRHED) 3HIZER L,
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B. AR A E

FEB] 1 (XP3HM) : 40 5%, H1E

M E i, ANEI S HtBBEBEEL T
Wi, BEH A SO BEAHEEOBRREE I RAIE
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BIEF LR\,

FEBI 2 (XP52HM) © 60 i B4

ANBERS S Bl R BHE LT\, HIYEEREER
HBIZEERED D, S4ErHEBICHEAIIHEK
THEERICAD S, 60 MR IEMEANE L ZHr
ST, MREFEIERE IRV,

FEB] 3 (XPSOHM) : 94 AR

2y BE DA LT HMICHZS L BNEE
JE AR R FEMWALE S L, oy —
FZ2#YRY ) bICEm. FEIMER. BeE
BPELE L) IZhoT,

E# Ry BOBREINTTET - BEZEOENLE
e\, WL AR BRI C XPG B L BT L
720
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SROFRIEKRERRFEE 7 A - BIE T
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FOEEEDOFEL BT, BEDDLVIEREDL
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RRGNDIYGVFFLRICYLLEKRIYPIFVFDGR
RRGFDIYAIFFLKICYLLETRIRPIFVFEDGI
NFENVHLIGILKRIMFLLENGIKPVEVFEDGP

1

[B + WT XPG O +T194C XPG B + pcDNA3]

% Luciferase

"W

2 (site-directed mutagenesis in XP20BE)
XP20BE 1ZBEA10 XPG Hifig
K[E NIH @ Dr.Kraemer £ Y fit5-

o BEE3BIEHD XPGIEFNIZFE 1R TH AL

INFTHEE - BECENREALNL TV, —F
HEAYXPG FEF) TldBE 12 Bloshgmd 7 #lid Xp/

CSc¢

omplex, 2 % XP neurological type. 3 %173 XP

cutaneous type TdH 5o > T XPG FETHORIIZ
BAEZEDRH LD EEbNI L,

D. g feERI1F R

=L

E.MfAREX
1 AR

(1)

2

Moriwaki S, Takigawa M, Igarashi N, Nagai Y,
Amano H, Ishikawa O, Khan SG, Kraemer KH Xe-
roderma pigmentosum complementation group G
patient with a novel homozygous mutation and no
neurological abnormalities, Exp Dermatol, in press.
Moriwaki S,Takahashi Y, Shimizu H, Inoue M,
Sugiyama Y, Inoue S Decreased repair of singlet

oxygen-induced DNA damage in xeroderma pig-

79 homo sapiens

119 polysphondylium pallidum PN500
cryptosporidium hominis
yvarrowia lipolytica
saccharomyces cerevisiae S288C
tetrahymena thermophila SB210
cryptosporidium muris RN66;
babesia bovis;

babesia sp. WAL

paramecium tetraurelia
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76
79
80
79
76
76
78

(3)

(4)

(5)

(6)

(Modified from http://www.ncbi.nlm nih.gov/ Structure/cdd/cddsrv.cgi, cd09868:PIN-XPG)

mentosum group A cells determined by plasmid
host cell reactivation J Derm Sci, submitted.
Prenatal diagnosis of xeroderma pigmentosum
group A in Japan. Moriwaki S, Yamashita Y, Naka-
mura S, Fujita D, Kohyama J, Takigawa M, Ohm-
ichi H J Dermatol, in press.

5-Aminolevulinic acid (ALA) - mediated photody-
namic therapy to superficial malignant skin tumors
using Super Lizer™ . Hirata Y, Koga S, Fukui N,
Yu A, Koshida S, Kosaka Y, Moriwaki S J Derma-
toy 38:748-754, (2011)

Cancer and neurologic degeneration in xeroderma
pigmentosum : long term follow-up characteriz-
es the role of DNA repair. Bradford PT, Goldstein
AM, Tamura D, Khan SG, Ueda T, Boyle J, Oh
K-S, Imoto K, Inui H, Moriwaki S, Emmert S, Pike
KM, Raziuddin A, Plona T, DiGiovanna JJ, Tucker
MA, Kraemer J Med Genet 48:168-176, (2011)
Identification of autoantibodies for « and y eno-
lase in serum from a patient with melanoma. Hiura
Y, Nakanishi T, Tanioka M, Takubo T, Moriwaki S
Jpn Clin Med 2:35-417, (2011)
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DIODES (LED) ON THE CULTURED HUMAN
SKIN The 22" World Congress of Dermatology
May 25, 2011 (Seoul, Korea)
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