E. %%

XP BeWD IR 5, BAU/EU T, v A v
AFRRPERRER . & DRHTIC L DR, R
WA TH D, iz, 5HRE OMeE W 4 i
T5HZ LT, JWIREALD Y X 7 IR ST D
NHEETH 5,

F. RFEERER

(BREEH MR HE CEBEH) (AT
12, EFEEHAURHS (BER) IoE 0Tt
G. W33k
1. FmCHEER

(kcorresponding author)

Jia N, Nakazawa Y, Guo C, Shimada M, Sethi M,
Takahashi Y, Ueda H, Nagayama Y & Ogi T.*

A rapid comprehensive assay system for DNA
repair activity and cytotoxic effects of DNA
damaging reagents by measuring unscheduled DNA
synthesis and recovery of RNA synthesis after
DNA damage.

Nature Protocols 10: 12-24 (2015)

Baple E.L., Chambers H., Cross H.E., Fawcett
H., Nakazawa Y., Chioza B.A., Harlalka G.V.,
Mansour S., Sreekantan—Nair A., Patton M. A.,
Muggenthaler M., Rich P., Wagner K., Coblentz
R., SteinC.K., Last J. I., Taylor A.M., Jackson
A.P., Ogi T., Lehmann A.R., Green C.M. & Crosby
A H.

Hypomorphic PCNA mutation underlies a human
DNA repair disorder.
Journal of Clinical
3137-3146 (2014)

Investigation 124:

2. FRREK
%37 B H ARG FAEMFRES PIREEDL [k
SRS RS L OV R R 2 R T B E R
BOFRBLELTDORIE & 57 T HEREMENT | Mk
2014 £ 11 A

% 37 | H AR TAEYTEFSE  Chaowan Guo et
al. TMolecular and functional study on the
initiation of transcription coupled nucleo
tide excision repair] & 2014 4 11 H

B 3T BB AR TEWFERES EFHEWS i
FBLZELIEX I VFTF FEBREEED in vitro
FOGHOREEE ) ik 2014 4 11 A

B3 E AR FAEMFESES BER{CES o
A JEERERE O RERIE IR 2 R & MR A D
BB TR fhllk 2014 4F 11 A

8537 | B AR F AT REE WHETD =
X — NIRHT & FAV 7= DNA IETE S KB MERE R o>
PSR OBER ) B 2014 45 11 A

3R Symposium Program. Tomoo Ogi [Molecular
cloning and characterisation of new human DNA
repair genes] IR 2014 4 11 A

3R Symposium Program. Chaowan Guo et al.
[Molecular characterization and functional
analysis of XRCC4, a novel pathological gene
for radiation sensitivity and developmental
abnormalities| fH&Y; 2014 4 11 A

3R Symposium Program. Yuka Nakazawa etz al.

I['ERCC1/XPF deficiency causes three NER-
deficient disorders: a patient with various
symptoms of xeroderma pigmentosum, Cockayne
syndrome, and Fanconi anemia] fld5 2014 4F

11 A

8557 0] | AR IR SIS AR SO
B 15 ) ARZEMEBIEO R ETEEFD
A2 & 4 THEREMENT 1 KPR 2014 4F 11 A

F 8T I AEILFRRE VoMY YL RS
e 2 b H3K9 A /AL HE O DNA — FE Y]
WHEML R G~ BIG ) 5T 2014 4210 A

F AR S B e 5T AR U —r g v
SRR TEEE X 7 L4 F FEREBEE OB LS
SO 5y 14645 BEIRE 2014 4 10 A

B 20 M AAFEMEEZSFINES HEHEA
FEARE  TDNA EEMRE O R EIZ L0 IET H LR
PEREB L 7 ) DR ENE/FEMN ) HEE 2014 4E 6
A

% 10 BEAEKRT - BIRKAFEEENERED 7
77U A PIREEL  THHVNEE /R
PEIE BB s T O FRE & HRefifAT ) B 2014 4F
5H

International Symposium on Xeroderma
Pigmentosum and Related Diseases EHPRF<£ -
¥1F## 1 Ogi Tomoo [Transcription, DNA damage
and Repair| /7 20144 3 A

H. M EREDOHE - BRI

(1. #frEug

ENESL

FHEE I B U VA UF AT,



IR EEE, LT #B—
BrEFHREA « BIR K

LR BIEDNMEIEME DA ) —= 2 71k
FTHH - KFFE5549908 %

Bk HE . FRk266E5 H30H

KERFFF S

FEERE 5K BB VR UASVUF v A 70,

IR BHE, LT B

HrarHRE A - RIG KRS

LW BEDNMEEME DA 7 U —=
#B: 12/656, 408

HFEH : ERk22451 A 28H

2. EAFEER
2L

3. F O,
2L



BT BRI SRR TR R
(ERYER SR SEE (BaMERESEZMUNIERER B EREERMEES) ) )
EREEBRRARE GEBHER)

B o b— g SR

HEUEEH

mi AR PR E MR R R

MR E

XPE /XU EDin silicoty ¥ 2 b—3 g VHEITIZE D
THZEEBEC, ETIIEITREMNLT D, BEMIZIE, IEFXPE LRI BE EERXPH R
U Bk ATPRE B ERAL-CDNARS B AL D ERT v b, ATPE D Ry U JET R ZI2 LD
ENTS 5 Z & T, REBRIED A D =X LE2MHEAT D,

ST LV TRHRELZ LN

A - RIEE IR e

A. HFREBEH

XP % R EOIEFEHEEN LERB O E
RSN 2 F > I o b—3 g VT 5, WIAE
ERRLHERMZET LI TEIAFHEICK
LR E RS OB R A S D B, WEEICITIE
FR L IR A Xp & LT B DR EEE O R,
ATP #5-5EBAL & DNAFE B EBALDOFERT 2 ¥ /b
ATP O Ry FNTRERESL L, FEEFIED A
3 = X LFRBICEL Y T e, AR BRI IXIRIERER D
oy TR R bR T 5, BRI, PubChe
m. ChemIDPlus, ChemSpider ZFIZEEED T F D
R % o 7 LB AMNT CRIRFTRR /2, N1
T A NS ET R OMESL 7 BT,

B. BfEAE

SFY R o b— g VIEITRIT. ATE TR
T BT ARG BT, TR E O Y T
bk NAMD (#EEL) & Fia et ER T A7 A Molecular
Operating Environment ZF|H L5 EIF 5,
AT EHICE AT IaL—vay
TH Y., WEE~OREITRIC LI R,

C. WoRER
AT H TR LT A& EE T, 278
JIFFEDY 7 b NAMD 1T K 2 & S b AT 3

FIRBIC A2 o 7o, ETofRr DR 7 5 mnd iz miy T

MERZED 7 aBa—% (A2 7] ©
SLERKE) CREMTEIRE/R oy TENAIFEHE Y 7 b
Gromacs (MER}) %, ARTHE CEfE LM HmE

TEEHE M G A A REIC L7=, NAMD & Gromacs T#
NWEIEAT LT BB 7 Ry B ofElc, K&
TR o T,

D. B

WHEEIX, 1 2 a—% ETO Gromacs (2 L
LHIEEMZFIREIC L C, M= B a— & TOMTIZ
BEHLS, B, n arEa—XI X DMITiER
B, ZIETEFEETHIL Gromacs ORI AT
BV 2D,

E. &%
XPEUNRIED insilicoty > I=2b—33
VHRENT SRR EMT R AL B BT T,

F. fERfakRiFH

G. WFgERE

1. FRSCRER

2L

2. FEREK

mi ., =T, KHEEES, BFEL : 571
VIialb—va UENTEREEE L7 UGT1AL &
EREOHFEEET /L. (F{bF 86+ 184 H - 2014 4F)

H. SMERED HEE » BRERIRT

1. FFErEUSE
2L

2. ERFTERG
2L

3. Z Dl
2L



BT B AT

(IR RS RITE R (EAVERE

GERAEMEEE (EERMREERERESEZE) ) )

ERCEGRAR RS CEBER)

AALFRIRRENC X 2 B RVERCRIE DO FTRITARRARRY DERR

HYEEE R R WERFARRER

IR AR NA 2 T IS 2 — R

WHREE

BEMEGRIE (XP) 1TRRHEDNABEOBEE R TIC X 5 REIEREZ BN E 55—,
DNAEE & OBE N 5 2> TR W R AR O
E LI UITEHT D, ZOX 5 RIRBL ML, 1REEOHIBICORIT A 7910, ek
BN ENTWRWXPER T EY DOF 1= e BEEEIC DWW THRFTT A0 ERH S, ZOEHBNDIZ
b, ZHEY 7RG LIEXPELER FED R, Ho5WId~ U AEKTHRE S, £k
FHNHERL L2 & R BE A RO Y B ESITIC L DV EIET 5, KR, XPORRE & B
L7 A e RE A RE T A T2 BAMEROMEIE LT~ ¥ A/ OIE D>, iPSHIA

XP-ABEDFEFFRIERICRR ST D & 91T,

Do ERERAT S,
A. WIERER TBEEORRE BT,
BEMEGRIE (XP) OBEEELEFEDD S b,
XPA~XPG @ 7 DX EHE: DNA EEREDO—> B. BfzEHE

ThDHX7 LAF RBREEE (NER), XPV 138
B3 0z DNA BRSNS FEC TN ENEE

L. SHEFEFH DNA BEIC LD RRER L K&
NADOMENZFET 5, —FH . AFEDZ L D XP-A
BERE IR TEITYEO M RER O X Dz, B
#ilZ DNA HEDEERE DL THHTHZ &3
R ARREF D72 < T2y, KB XPB 3 X OV XPD
BT PEWMI I AR B\ M 2 TFIH B & R0
RS THY . 2O DOEEFOERIL. NER &
HEABEORBONT L AITEY . b TEEE
THEMELFRERERBLY 22 ERHLNICEN
T&ET,

XP BENTRT. BEN A LSO REREH DR
REZ MR L, 1REEORRBICORIT D720,
DNA B85 LR L OB A5 X Hard
5=, XP BEERTEDHPRADOMEELZ H
OEEOFREMEBETALER D D, AL T
1. AR FRIERICL Y XP BEEGTFEDEE
Tey LRy BEARE B - L, E O
S MBREAICREET A 2 & T, fEkmosin e
Mol YR TEDOMREERHED L bz, 1A
BIEME LTCORREEZRFTOIZEE2EBN L
T5, B, —RENZAWSN TE =0 AHIRERE
i<, iPS MilECEL T HE~Y T A LA
LC., ERICERE L7 ORI A AEE
AEFARETSZ L0, JREEOBR L 38

XP ELEETFENEEGH LRI EBEERD

HAHE - BERLT. HA-FLAG —EX V&2 fWi=#
FTh T T4 =T =< NI T77 4—I2k»
TiT»7=, & b XPA BXO'DDB2 (XPE) &in¥
% FLAG # 7' PreScission 7 &2 7 7 — 1 gk B2 %
HA # 7 LERBE LT 0%, L oAb
A e XY H—|Z LD Hela #ifa CRE W7,
B % 250 HA iRl 7 A28 L. PreScission
TuT T —VIlLoTHAZ /2G0T = L T
EH U7y %, S BICPLFLAG HiiRh 7 21
L7c, FLAG X7'F FCIEH ENZHSIZEEh
LR NI EBEREESTICEIVRIE LI, —F,
HA-FLAG —EX¥ V&ALl b XPA Bla1%
KRBT AHPNT LAY 2= < ZOMERT.
pCAGL.1 X7 & —% AW TIT o7z,
(fmHEE~DEE)

Y EBRICEA L TlE, R REHMEREES
DEREZFZ LT, AEESOHESHIME> THE
B/BOBMSEERT A L L bz, ABIZHT
STIETERLETEREE Z20NE D ICEE L
TW5,

C. HEFER

DDB2 BinFEMITEINNGTF DNA BEDR
AT Z T, NAINHIER T EEY pS3 ORERERIHE
RT R = AFER L SRR RO &



DRIBENTEY ., ZO L7 F VRS OMBEITRS
REOHMRICEECH D, HA-FLAG “HZ V% C
EigiC@a L=t b DDB2 4 > /X7 B % HelLa il
A CHRERRSE, 2T b T T4 =T 44—
aw h5 7 =2k o T, iR e e T
DDB2 % & Lol RO A 1T~ 12, /o
% SDS KUY T 7 UNT I RAYIVERIKENS
FOEBBEL, L—rafE 30 BEOfHKIZEY
A3 TC, BRI K 0 R & R L O]
ExITHTz, COREHE, DDB1 =° CUL4A 72 ED
BEEAR A AR IR Z . MR < 1
< F L VET Y B D H T IR KT L
=i,

— 77 . HeLa Ml 1 O XP-A JE R B Sle e 28
AAERE (XP20SSV) Z itk & LT, HA-FLAG -
B 7% N REHIREE Lot b XPA #2387
B R ERBT DI EIE R A ER L., Zh
%k TIZFLAG % 7 O R % AN T2 /INAr — )L DA
R A5 A, MERR BEAEFIR - Cd 5 —A4H
DNA fEBZ 737 RPA DIFEN), B A N &f
e X FIERRFEMEL TS, 512, XP-A
FERBFE DR TR PRI IR 2 35 8 LT, PRk
WD XPA FHAEAERIRTOEREE1T 5 HAIT,
HA-FLAG ¥ 7 h2fE Lice N XPA BB 1%
RETHRN T AV 2=y I~ AG{ERLL T,
HIE, 2O A Y 2=y 7 <7 ADOMBHEEE
W38T B XPA DIEHfER D TV D,

D. BELiEWw

HA-FLAG —H# 7 %fl& L7zt N DDB2 &
N XPA # 280 % F 13RS L~V T
B L, AN Ea kBN EESITIZ LD
2RI ERIEILED VAT bOFIEDHER
T&=, A%, NI AV oy I RO
HREN D XPA # RV BEEEDEEROREREL L
KERRRR Ay DEIE. & 51T Hela s B8 L 72
BEEKE DLHRF 1T TETH D, £z, XP
BB S SRR 2> BT L7z iPS ARIR & Bk
L LT, “EXTERE Lz XP ELEE T CH
UMk A ER L, Zhd 8 S EAMERC
LR L0 CEEERE BT 5 EREFH
B|LTWnD,

E. REFAERIE#R

F. #FEsk

L FwICFER

Kikuchi, Y., Umemura, H., Nishitani, S., Iida, S.,
Fukasawa, R., Hayashi, H., Hirose, Y., Tanaka, A.,
Sugasawa, K., and Ohkuma, Y.: Human mediator
MEDI17 subunit plays essential roles in gene
regulation by associating with both transcription
and DNA repair machineries. Genes Cells in

press.

Matsumoto, S., Fischer, E.S., Yasuda, T., Dohmae, N.,
Iwai, S., Mori, T., Nishi, R., Yoshino, K., Sakai,
W., Hanaoka, F., Thomd, N.H., and Sugasawa,
K.:  Functional regulation of the DNA
damage-recognition factor DDB2 by
ubiquitination and interaction with xeroderma
pigmentosum group C protein. Nucleic Acids Res.
in press.

2. TFRIEEK

FEARBE T, RN, RS, W fE, B
T SRR EEEIC T D XPC # %
O v F AR O B ARERS
TR 86 ke ik 9 H (2014).

URAMRE R DNA RIEEE O IR

BRI

THEEAE B OARBU SR E R 57 Bk
BEVEE; 10 H (2014).

IAAFNA. Eric S. Fischer. Nicolas H. Thomi, &
X7 AT RBREEEICBIT D XPC &
DDB2 OFSRERIFEEAEN % 87 BIH A4 L

e RE R 10 A (2014).
Sugasawa, K.: Post-translational modifications
coordinating  recognition and repair of

UV-induced DNA damage. The 5th Japan-US
DNA Repair Meeting, Naruto, Japan, October
(2014).

Kishimoto, A., Akagi, J., Matsui, T., Matsumoto, S.,
Sakai, W., and Sugasawa, K.: Studies on the
de-ubiquitination mechanism of the xeroderma
pigmentosum group C protein. The 9th 3R
Symposium. Gotemba, Japan, November (2014).

Matsumoto, S., Fischer, E.S., Thomi, N.H., Sugasawa,
K.: Functional interactions between XPC and
DDB?2 in nucleotide excision repair. The 9th 3R
Symposium. Gotemba, Japan, November (2014).

RHEEZ, AR, 8 B B 1E EE
BB 2 Lo B R BE B R T

FEWM OBERERIE 25 37 Bl A A TAEMFS
£ BiE 11 A (2014).

FAASFNA ., Fischer, E. S.. Thoms, N. H., iEH  {H.
B ¥ : DNA #EISEICR 105 DDB2 @
FIRRRE A OFEREMENT 55 37 Bl H A F4
WEafFEa Bk 117 (2014).

Sugasawa, K.: In vivo regulation of mammalian
nuclrotide excision repair. Gordon Research

Conference on Mammalian DNA Repair. Ventura,
U.S.A,, February (2015).

G. HBIRAEEREDHIRE « BERIRIL
1. R EUS

2. ERFERBG

3. E O



R BR F SR LR
(BEIRER B SR IE R (BHRDR B S RMLITEE BRHREREEAUTRESR) ) )
LREEG RS EBHERE)

2 M R E B EIPSHIR ORI & SRR DS FE T 2 e~ /3L FE O B %
WZ BT B 5T

HYEEE HI

B2 MPRFRFREANER oz

WS
5 & akiT, EANMEREREIT o7,

7‘,’
o

ERMUEERIEDCBERR I P SHIERH - (FAT 5720, FRRBEZESFOFHE 217
B DB EIEEF OEMIN G . ZNENEBRRO PSS Z BT Z LTI L

MR EE DRER DS FEBLT 2 &R L ORI~ D3 LB EEORE 21TV, £h
oS~ —h —2REAT LMBABEIEEL S > TRLI,

A. FFEBH

8,351 172 E Xeroderma Pigmentosum; XP)
VTG RRB T & TR AN B O ETTHE ORRR IR & &
=T EER MR R R T, BEEII00 AT
ERFED BTN D0, EDKE0%IZEFFT 5
BRIERICBE U CIRIBEIED 220, AP TIE (1)
JREBRERAIC L 0 . XP TKRIBET HHEEE A 3K CHf
5. (2) BEREEFEYOMEEZEIE X514
DO BRMITEAT 9

BETEFICERL, REEMRENWIRRD
BB DR 2 RTXP 1O b ZEEME,. O
[RHSTEAE, @4 2B A BRSO FEIRE, &)
iPS D3 S>OEREFNIEHTE DKEE
D—DTh b, +ZC. XPEEHEIPSHIAT & &
L. ZhE, XPOIERNSHERETAMIETH DKL
JEH R X ORI~ & o bRFE AT Z &
T, JREEMRAT I L ONRIEB R OB Z1T ) Z
EEEBNT D,

B. B

XP f13E iPS Mifa A #Sr LA 4 2 72D I fmER
ZERICLPEEZEOFNFREEZITY, £,
BERIIAEEEE ) & iPS MRS & F ORHEREAT
WKW B BN ST v b7+ — A EHESLT
BHo Iz, iPS #EH D oM R L O EHEE
~DOEBEEITV, ENENDOMEFED~—X
— BT RBELE CobiE DR m 21T 5,
(R~ DR RE)

WREHEE I B 7= » TIT AHMELRTE - WE#, BN
W BEEEICOVTHFSEEL. EAER

REE, ~V VR ES, B NS A BB
FENTFCIC BT B fmERE 81 (CERK254ESCE R4 |
BT, REEEEETE 1S | HRERM
SORFBEE R SICHESWTHIEAHEET 5,

C. HFEMER

XP BEH K IPS Ml 2 FR 9 2 7o DI E R,
FRNGHEEESZOFHRE 2(To7-, £, EHK
FALRFZERT JCRB AW &R/ N 7 L0, XP B#F
HRMIEE AFTHFmEITo72,

BE B IPS Mlas . xR HETHIN T A5
AR OREE LT Uiz, BRI T ORIk
DETOELEETOE b iPS MRS 2 E i
U7z, (1) A : R M ek L OVRE
FRMEZEIE 5 (2) LR FEAE - =Y —
YNTTAI R —BLOEE A T AL
AR H— 5 (3) FEBREM 74— & —Hila b
BIOT 4 — & —Hifa7e L, B iz iPS Hifg
[ZHoOWTC, BRE, Rofb~—Dh—BEF DR,
3 MER~DLEES &, BABEBTOEGFOH
HEOFHMmEAT > 72,

BEE D XP ER EBERE N, FNENE
ko 1PS MO SIS L, Bz Eni-
iPS MEfE OREFEMENT OFE R, 8B L Ok
ARRE % TN T SR RESRAT - TRIRBRR AR 95
DL LTHEERGHELZRELTWND Z &R
iz,

iPS #RD> B R E R L ORI~ D /3L
1TV, BN MO 21T - 72, BEHR
DFHEE B RE R EHERF R LT



FER. R LM ENEN O — T — A 3B
T H MR E BRI B2 > TIHH Z LD
R LT,

D. BE

BE, b b iPS MUK « HEFRZ D DAk~
RFENRESNTRBY . 20 L2 R 7kEoEn
AR 2 G e iPS A O PN e h 5.2 5
FREME L EE LRV ENRIB I N TS, &
ZC. XP OFHEMRHT - TEHEPH IS e Ze iPS Al
Moz XV RESEICHER T D =iz, Al 1% 8 il
0 D FVETIT 2 DEA I 2 fifeSr Uz Z &1
BRIbLDEEZLND,

PRERIZ I o T, BBk iPS I oo 48 3L A il
WABEEOZN LKL THEETH L LD LT
FELTW5, XP EFE RO iPS MEk Lo 5
ANERBEIZHBETH D&V 9 SR ASIH T
BT, B BISETE A 2 ENFHEMEA G
STHLMDZR T, LIEN- T, XP OFFHEME
B & IR EIEOBIFSIZ BT 2 W 38 TIPS Ml
ERWAZ EIEZYNHSHEATH D 2 &R
Ny ZEnTE, S%HOER TR E
HFELEDLOTHD,

iPS @ & H BRI~ D S ALRF I DUV T,

TGRSO T OEIFPHE SN TWD, ENE
HUZDWT, WEH LS ORIIEEIC I T 2 FEE
L7 m b a—/LOEMRIEITEE A THY | E 2 O
ZEECHMICH > TRIET A Z ENEETH 5,
AEIF & 1%, 1iPS fifan s, XP OERN BN D
AR T d 2 RE ¥ L ORI~ 0 & 2h =7
BRI ESE A 2 EITakTh Uiz, 1PS fllflaid i
FRIETEEE & 2 LRER H D D AT 5T BB T-D
SRR BLOR BN, HDOVIE LR —F —DEA
R EOBETLFHBIEEINZ D Z ENES T
HBDDOT, WEROFFEMECH - To b MERHEE M
JLRRETE T L~ U A L iR LT, XP B# iPS
HIfEE sk & b R RS AR MR IE XP DR REAREA - 1h
BEAFBICBIT Ny — b EfFE N
B

E.

XP B 3k iPS e & xS @i A3k iPS
Bz U7z, iPS #ilEhs bkl L O E ok
v — I —EFEET LML BNRPOLEILY
IvHETHZ LN TE,

F. BEARE#R
G. RREE

1. SR
Beid~xz el
2. FERBE

BT SE Sl L
(Geepbsn B - H - FATHES

H. e PEERED HEE - BRGRDL
(TiEAET, )

Lo FERFIRAS

Frvd~& Ll

2. FFHTAE A
B REx e L,

3. € OAh,
T e,

Al

A)



BT R R SRR
(ERMERBE TR SEE (MEMERBSEMIIEREE EHAMEREERIEESE ) )
LREEBRR WS (FEHEE)

FREE T /L TOXPABMLFEANIZ L D IBEEICET 28150

WESHE EE K MERFREREFHER B

WREE

XP-ADREBET IV THDXP-AT VY ) AT LA T A% FAVTXPAIZEIT 2 EEARFBEICE
HEERNT - B FEREL, TOEBGTEEAN, HAWVITMHIRFE2EAL, HROIZE
SR R DINH S D0 E D AR L, FEREE RS XP-ABRE 1B W T ERE ET 20
R EME LT EREZFHET 5, FFCEMReZITaMial L CREMBE %S L, [FM
RROFREEE S EE UV & XP-ABE S HE SR IR & 0 BB L7 iPSHENE L 0 REMIRIC b X

., FhERAWTEE TOERBIEEZT O,

A. BIRE®

LRI K A ERMETRE XP) BEICIXES
Bl 0 B EIEE, FRCRENAEZRIET D, FFIC
F OGN B D DL BB RE A B (XP-A)
THHINED T AREBET NV THD XP-A TV
B AT VAU ATHREREENEE SN, 8
MEBOBRIZLY e b~ AREETE 5,
F 72 XP-A 2BV TUTERAME R R AL DO R &
NEHICRIELZEZ LELZORIGIELET S
TEDNBETH D, Lo TEEINRRBEOREN
YR HNAR B D B & O & E DR IE S DEIEAL &
IS PDFERDENH LD TIERND, £ED
AH =X L, FICRIEICEET S L9 REGT%
BE, 22 ha—9 52 LK EENARIE
ERZ BNV EWVW) IR ETTICER L, £0
BREE PCIOHTERZVIORFTLEME T
b, FNHOXEE R HHILEEDEE AL
JACTEEEFNDLE~YTVA, B, WTFATH-T
HHREEETHAONIEFICHEL SN TNWDH T
W, v A B b (B K0TSR
X Y induced pluripotent stem cells (iPS #H
M) e L. £k 0 RE ALz ok EE
FTOMBEAERNTHEFTZITS Z & bZEER &
T 5,

B. #3FE

B-1. XP-A~=T A&V, ETHRIMRC LD EE
DPRIER SN DT AT 5, SRR Z O
B TORBOENEEENICIE A, XP-A <D R
THAR L KL CABICLES (TR 4 25&
FEFRET D, RE#R, EOBRMETOTFTED

DVTBE A K E <D RITHEIE L,
Z D b CEANR RS 1% O RIE UL DIV TR ED
TETWDDEREFTT D, RIESSDME] 2 X0
THIENTERTENL ORERETIZBW
TEIRE R, B~ 2 CBH L, B
AN L REBRBEEBITLEND & L THE
JEREERAR, & DV IERAERHR SIGEV R H
TL D EREHENTT 2, KEEERTMEIZR
DHELNAULB-2 ~EBIT L, Do TR
B-1 TORMDOERTORELREBHIIEEH S
D TKDFEH BT E2RE L, BROICEEES
WEAEMBINFRON S 5 F CRIEERZHEV KT,
B-2. B-1 IZBW T~ U ARG F AL Hn
THEREZE MG TE 202 KRE4 5, v U &
OFFLE & D ICEE L0 BB LR X
VRIS L7z iPS MlifE & 0 REZHIfRIC b S R
THh~ U ADERERNFHR TE 20851 5,
BTl e S TOBKGH O R RN 2 R
THERERD,

(B m ~DELE)

RFCHERE I B 72 > TII AMELRFE - e, BT
WRE, BWERECOVTHFOEEL. EAFR
R, ~VUUFREF, B NS A BIRTE
WrZBE7 o mEEfest, HAEMEOSEES 2L
IZEEDSWO TR 2 HEE T 5, B TRITHFZE Tk
ERBLIONTA R4 ot mieA 7
A=A K3ty bORESLCEEOBRTIER
OIR#ERR EOREE L o> TENER, AEFEEIC
FeZE+5, “WHR—7 oo+ —IC L 5iE&
EVESEHIBEE > X 7 A DS L R EEMRANT I3 F



AR 23 EECANERE S 1 IS,
/ﬁ\@g(g?g?ﬁ&}-(b\é (No. 77)

ClmELsEALE B

C. HARKRE

C-1. F PR IBA I 0 ndar |z iy A= &
XP-A = 7 A TORIESINGENN D DA~
A BATIER A Ml U, Felie U7z, UVB G % 1k J/m?
= 0 A DI RS LRIl iE L (21),
~ U ADFHA I AR GRS 48 e 4 10
IREIRS B — 2 1272 D DK L, XP-A ~ 7 ATCld
E%i%hﬂﬁ%ﬁ%%”ﬂ%cﬁw/%m#
Z. VWb Dt MR D RIEGOEIE & 6 U
FORDRFRO LD Z LR L, FloikE L
UVB O#ETOHANEIRD & — 7 B 2048 U7,

B Xp-A7 RIS BITBEAMEUVEIC B I A BN IRIERIT

mm

spa_ o R

wT

Chr 24hr 48hr 72hr G6hr 12Ghr
HIMRERSHADI

C-2. FREL#E 48 WE[E1% T~ 7 A5 & ¢
BRI m%ﬁﬂbtoCIkmﬁifv
v AASER RS A8 WFREIR WS RS A EREL L, 7R
=) EE, N7 T 4 oailig, s ¥
Vo VYA THAERB I XP-A v A
(2T ELE: Lo, 48 IR #E CIIBp A2 Gl sk izl
B A 2 580 H DI L, XP-A v 7 2 T
FERZ TN, MBMIREESE S 2 < BT, BRI
BNTIE XP-A = 7 A ZBWCREN Z0 CE R
D TN B g LA I B TR E MR 2
FEHTH 7=, 0 OMIRILEICFPERD TR
TU V2RERDEIE LTz (K2),

Ee2
48hr

BPERY

%A ET I TR

C-3. 48 IRF[i]1% TR 2R RIEZAL OE DR
TX =T, 48 W[4 D G121 5 & T3 E,
DZEAL, mRNA L~L T OEN AR 2. 5 72
W, BRI AL XP-A <7 ALY RNA &
i L, ZRBZ2HWT~A 7 a7 LA I LY
fiERT Uz, &9 4 OB s 7 23 20z
PR B FREN TR E LT XP-A =7 AIZBNT
HEAZH D TDND DR ANA T A I LD B
it &1T>72 (R 1), FOFE, T XTHOR
r7:1:/r D73 I CHRIE BHERR T RED W Do

= ’ffflzmé:ttlxb’(w&) RAE & KT8
%% ROV OB T A BICB DT Z
oiw\ékb\9_£ﬁ>\%oﬁmlﬁf w72 %
il % DFARFY XP-A = 7 AZF WD TLESMRE I
FE XN TWADEE L, £ OGO Ffis
B AN HER EEMEIT LTS, X

Bk kb XP-A BREF ORI BN T X &
[ D i S B R T- O 2 bt &= B0, F
T2EDA I = A L% XP-A BEHEDOE NERA
{2452 726D XP-A FRE L0 BEfE U 7= R e
Mo X v iPSHMEZBSL L CHhDADTEND Z

WCHBERZAMIEIC ok S8 5 EERE 1T -
TWnD,
B
Pathway Name (CSZiZEEd Z;Zt:és Z score P-value
Senescence and Autophagy 9 92 4.866 0.00032
Inflammatory Respanse Pathway 5 28 544 2.00078
Chemekine signaling pathway 11 167 3.773 D.00I5L
EZ;':::: and Inflammatory 4 27 4399 000438
Focal Adhesion 10 173 3.126 0.00639
Insulin Signaling 9 147 3161 D.00681
-6 signaling Pathway 6 83 2.728 f421
iatrix Metalloproteinases 3 27 3102 0.02731
D. &%
RIE & FEFE DO BMRIZ DOV T BRIES < OHFSE

FENER L THA 0B CRIBEMGICT A Y
VORMARBAZDNE NI LOL T TICHRE &
NTW5E, —J, SRS K DB T HRIE
FOGITHE L DR T A L D Tidd B0, FnskE
BRNCHIBIZHE DL DN E I D EV D I

BOWTHEHFEMIIRE SN EHETEEZROLN
720N, EEE XP-A B TITM L WEAMRIZ L A%
JERIGE L DB ZFRD, 5 ORI

X0 XP-A LRETEND T EHE, XP-A BEDR

WA D E/NFARZICEE 2 PO EEN
LI TL B, XP-A BT B FIEERS T &

DI o TNADITENGERAZICECLEY
IV B LSS DNA IEMEE (X7 L
FF RBREEE) SN2 LIlL > TEBETFE
BESEERILBECEDILHI>LOTHIN, %



HENIRNT & B VNI B DR THRE D < B
TRIEFISDRBIERICEESE L TNWEZ LT
bbb, TOEETLIERTERETLZ LI
X0 BELZIHITE L, XP-A BEICH L TOE
JEEEFIE D FHRERIC b i T & B Al REME I
HORNR D, FETERIEMR SN TORNWEEREE
AL, #5280 RICE 5 DNABEAEE TX
PRI ST XD IR ISR RIE S N TS
ENBENENIZETHD, FDAI=AAIID
WTITHAED & Z AL 607> TR
WS, TEBIET D DNA DEEDORFHRDE VI L HE
EBICERT A I ENEBEZOND, XPOFTY
XP-A BER2 XP-D BE, T3 A VIEMRE (CS) 72
Y transcription coupled nucleotide excision
repar (TCR-NER) MEE SN TV HEHF TIX, &
L CEEIMRIRTR L CRIE SN BIE LT 5, i
BT ) ADBREETHI LK TEEZIT
9 &4 5 global genomic NER (GGR-NER) D %3
f&F LT TCR DK T A3 H 72\ XP-C B, NER (&
ERCTHEERYVBIERICEEIIEEOH D
XP-V B EBFICBWTIHRRIZF O L 5 @ikl
#Z B2, 7277 TCR & GOR HZFEE X5 XP-A
K2 XP-D TIIFFENEL 508 TCR DAKIET 5 CS
TIEREITAE LR, & DIZSEIMNERNZ ORIE
RIS DBIEALFRD Sy XP-V BUERE R U T
XA BIE NIRRT D e EIEBEE 0TS
TIIRIEFTEDIE, HDWIIHE L OO &
IR TE W, 5B N H DA T = X NEFEEM
R A7 DI b YHFRETEICEIT S XP-A &
FH B D 1PS MRS L OFE N B D BRI
WS D LR FITT A LI L - THS
Nob0EBZLND,

E. #&w

XP-A = 7 AT B TERIMR R 1% O RIE G
IIRER, REAAMSEAICHER TE R, 285
FDOLLThH~A 787 LAIEICTHERNIC
FEAT 24T o TofE R, KIERISEEER 1D 7 —
TINEL BERID LERICRD DN, 22TH
RIEFISNBEETH D Z ENHERTE T2, 5%
CORERIGCTEERERTEZILITRVIAL
THHL, ZnbD0EETFEa M —T5HT
LIZE 5T XP-A =T RTBW TRIER SN Z
S, FERMICERIMR CHREIN 5 LEREOR
EE2MZ BNAE0E D PO EITV, A =X
LERBRIZ N T XP-A AR SRR L 0 iPS A
fazfisz L, FogREMICobSETERLD
ZFWTHIB L~V TOD A T = X LOREMT - gt
EITOFETH D,

F. EAaRER

G. WrZEHRE

1. EWICER

Kunisada M, Yogianti F, Sakumi K, Ono R,
Nakabeppu Y, Nishigori C

Inflammatory response is closely related to
versican overexpression in UVDB/reactive

oxygen species-induced skin tumorigenesis
Am J Pathol 179(6); 3056-65, 2011

Yogianti F, Kunisada M, Ono R, Sakumi K,
Nakabeppu Y, Nishigori C

Skin Tumours Induced by Narrowband UVB
Have Higher Frequency of p53 Mutations than
Tumours Induced by Broadband UVB
Independent of Ogg! Genotype

Mutagenesis 27(6); 637-43, 2012

Kunisada M, Masaki T, Ono R, Morinaga H,
Nakano E, Yogianti F, Okunishi K, Sugiyama
H, Nishigori C
Hydrochlorothiazide enhances
DNA damage

Photochem Photobiol 89(3); 649-54, 2013

UVA-induced

Yogianti F, Kunisada M, Nakano E, Ono R,
Sakumi K, Oka S, Nakabeppu Y, Nishigori C
Inhibitory effects of dietary Spirulina platensis
on UVB-induced skin inflammatory responses
and carcinogenesis

J Invest Dermatol 134(10); 2610-19, 2014

2. FEEER

World Congress of Cancers of the Skin at the
Edinburgh

201449 H 15 H

Edinburgh, Scotland

Molecular mechanisms of UVB carcinogenesis

EE 5

H. A9 ERED HE - BRI
(FEZEET, )

1. BEFEUS L

2. ERFERHE L



AT R T SRR R
(EHAMER B AR E SR (AR AR LIRSS EHAEREEEITEEE) ) )
LREEBRARE CGEBEE)

BEAN I ORI~ DA ZIPEDO R BE 4 2 A 5T

HYUEFELE M R ARMEEAREEES

WEWTIEET MFEE - tREBEN LY DR

MR E

KA TIL, BREELLIE (XP) BEICRBWTHEA OBE THW S FAUFRAER 2 &4 L 72 7f
REMENRH D, 72 b N EREF R THREE~OAZMENRR S - (=X 7 KY) |
AT b= BT IUMBRMEEER (DELVAR R TURT Nel) R EOBFEEOMRE
BGHEY » BTTRANTARRE L. XPOFRFRIEIRIZ T 2 FrHIEERIEB R IR T D, FR264EE
i3, BEREZHNTRIEA PV A~—I—ORRNEBIZIBRT D & L bz, DEVAR M/ YEE
(B L CeERRAER R & XP-ARE TOMARREZ A L,

A. HFREM

Y FEE L, A BEFEMUZEE (XP) (XP-A)
& ol A REERE (CS) 1B LT, FRM o
TR LR ZE, BB BEHR - JR T D enzyme-linked
immunosorbent assay (ELISA) %18 UT, KANE
JERRAE CORBEA b LA RINEER - e
T I MR DOMEE, AT b= RHERE, MEEEY
A2 N=TIZRTHLOEVR RNEREORE S
5N LTET,

RIFFETIE, XP BEICEREINTZZLDHD
LR NP SR O MR~ DN R & FRFES
be FTo. FATHFZETHL NI L TE & EE
BEAKRKE R, MERR) SHBRBMIZBNT
SEMICRET U, BEERIC X DR BERIE O mTREME &
1BIEd 5 L REIFFIC, XP BE CHx OBEHTH,
SALTEEEEISEIZES LT, MRERIC T A A A
% FHRITKRETT 5,

R 26 X, LA P LRERAT =A%
HEFE L OB, VELR RYERESLT BT L=
U AEB MRS N RV ORGSR T 5
W EED T,

B. #HFEHE

(1) BA{bA DL AR : SEATHFARIC LD XP X
T oI 2 b L X (Adv Exp Med Biol
2008;637:120-7) XP BRETD A T b= RRE
GRREQ) ZHOLMNMI LT, XP-A TEILA
FLAERAZ F=UR#EDEELZHAGNCT
Lz, FEEXTHEO 6 BASH 2 Fl. 6-15 1% 3 4.
15 B8 2 5l & . XP-A FB3E D 8-15 1% 3 fl, 15 w8
SHRCERWT, 1 B 4B (0:00, 6:00, 12:00, 18:00)

BERLULERBET, BILA ML XA —0—
(DNA : 8-OHdG. ' : hexanoyl lysine, HEL) &
AT b= % ELISA v hCTEEL,. 7 L
TF=r (Cr) HERD:Z,

(2A) 7 2 AHRAFSE - XP-A BE DOMETEY X b
=T TCOHEHEEHLNC LzPBE LR KGR
% (0.5~1.0mg/kg/day) (Brain Dev 2010;32:685-7)
DHRERIET D7D, RS ERL LEERE
BiTolz, EHIZXP-A BETOLELR R/ 9%
EZ . EREE L THD -,

(2B) SATAFZEIZ LY XP-A B CTOT EF /Lo
U 3R ZE (Brain Dev 2012;34:287-92) %A 5
DT LTEDs, S EEELERT D (¥ UV ERE
BHOBBEEBITICHT 278 F 2 U AEEED
R R RV LV OEERIEER | TOHEN G, XP-A
BE TOMEAFTREMEN R S 7z,
(¥ mE ~ DB E)

TERT L D ED TN D EFEAREE (R, HERE
) L EIRRM 2 AW T I3 E AR E L A R
DEBEH/BTND, £z, LELVAR REEICE
TH2EREL. BREREEOMEZESTO

W BT, BA/NEMR S LRI
2 No 13-03 & L TH#EDH TV D, XP-A BETOD
LR BRI, Ho2dilo B CEICLD
FEEZETEDTND,

C. MRMER

(1) JR 8-OHAG Tk, 6 RRMixIHRT 0z
— 7 LT HARNEHRALIL, FZBICHENY XA
IZIEA L Cr lEBIE T L7z, XP-A Tl 15 B A
FETRBEEMIC Crib bR E 6 B2 E—7 &



% BNEBB OIS A BNT, R HEL T,
15 mELA TR T 18 4 ' &2 NN
TR, FEEEICFENY AAFHAL Cr EH{ET
L7 XP-A TIT 15 Rl «‘“Cx IE LTS Cr
miﬁal8ﬁ%t~/k3 H PNZE T oo I b
DAL, BIfE, A7 w/ﬂMM@w&@a
@ﬁ@%%ﬁ$f%éo
(2A) D LR RARFEIZBE9 2 2w A AL 3
MM L, REREEOTEN Y & Ny by MERE
BoF v 7 ICHh bt xRl L-, —J,
ﬁ%gﬁ&i&ik/\/&nm &3 bj/l/tk/)\’) ﬁ..o 'br‘u'(r "“w
SRR BRI CH D, — . XPA AT 5 B
kaTBﬁTUL ﬁﬁ&@mﬂbn e 5.4
Rk, MREE A =7 EIROAREER) (6
BE) 23 ST, xﬁJ\ Y R Eey)
BRB Lo Tz, 3 IR, HERED
IR T R—\EI A BT,
(2B) XP-A HBEF IR E OMEITIC 6 LI
e N RA_RUNAREE AL LT,

D. B

(1) SEOMMREEIL, AT b= OATHH
BfLER OBSN DB, XP BB TORAT h=

@%@T EVEARIZ L T D EHEE SN D, HHY
EEE VNG D T3 EERE COMEIREEE %t
BH AT b= EERER ) IR EITRTH Y |

ﬁﬁ%uwmgﬁ%ﬁ6ﬂ67 &%ﬁw
(2A) DE LR R PRER R LA D72

B HRREAREL, FErEL uﬂfﬂéz}’b“(j’ob AN
EFRAEDOMEF % open access &I i SCIZ RS
5&&%L\M)Eﬁ@%%m@ﬂﬂ%ﬁ@é%
ERBDHEZEZ DN, SHIC XP-A BE TOM
B U C BRI 2 PR EETT O L BEPE SRIE
Y (e
(2@X®A$%f@%ﬁP*Nyw%%mom
. WHEE B LG EHISAME R BT 5 fa
f_ﬁié’ﬂﬁalﬁ‘%"l“ TTO?”_J:’C [RIFERLE - BFET D

BUSRSAHITHRR L, EEICER G ATREME 2R~
TLERD,
E. i

Stk FMEIRFEERE EPIBBLEFERTO AT b
=V HEBEDESZEE LT, XP BETORAT
k= RED A REME A B SET D,

F. BEARER

G. BWEHER

1. FWICHER

(@D Tanuma N, Miyata R, Nakajima K, Okumura A,
Kubota M, Hamano S, Hayashi M. Cerebrospinal
fluid oxidative stress markers and tau protein in
human herpesvirus-6 associated acute
encephalopathy/febrile  seizures. = Mediators

Inflamm 2014;2014:564091.

@ Miyata R, Hayashi M, Itoh E. Pathological
changes in the cardiac muscles and the cerebellar
cortex in Vici syndrome. Am J Med Genet A
164(12): 3203-3205.

® OOkoshi Y, Tanuma N, Miyata R, Hayashi M.
Melatonin alterations and brain acetylcholine
lesions in sleep disorders in Cockayne syndrome.
Brain Dev 2014; 36(10):907-913.

@  OMAENS. VI Se RPEACHIL 7. DNA (E1EEE
R PERGRRE. B FASTER PR 8 AEn 1 i
HE2 U~ No.28 PRIt (55 2 i) . A
AR, 2014, pp664-667.

2. FERFER

Hayashi M, Sakuma H. Increase of microglia in the

autopsy brains in xeroderma pigmentosum group A
and Cockayne syndrome. 5 56 [\] H A</ fig =2
£:.2014,5.29, AL

(R4 BT - H -

H. 5nB9RfEEHE D HE - BRI
(Pt g, )

L. RS

L

gL

3. F D

L

FEATHRAE B FEA)



JRAE T BF FI SRR

(EERtER B ERIIEEZE (BHAMER B S EZAMTE R ERRMRE

FEREHTTEEZE) ) )

SRR EE

TEHRBAZE B DA FEPH R B9 D 5T

oot e BT

PR R R ABEE AR R R RS E R A0 BFE AT B

WEEE

CRVEEAE (XP) 1OLMBE, SHEEREIRRE, e RMRIER % BRI S LT2E s
MRBTH D, XPORRIEE LAY FOTIE TN L. ZOMERE 2B, BIiETLIZ Lo
TXAVEEEOBRELERE L, fEE2{ToTW\W5, ZHETOMEERIY ., XPAFTIL,
AR B DRIMRIEAE., BHINZ, cell cycleBIEBEETHNFRIN T B2 B3 0hoTz,
F7-, XPAESHEBEIORF 2RO I L2 A Lz, /o, o x o UEEIZE D | XP12RO
MR CXPAY > /X7 DEEPEGR Tldd 23O bivTe,

A. BFEEEM

EFRMTRE (XP) OREm, =EE R E %
B, KE & 7ot BE IR & AR AR & L 7B IR
BCHHANG GEREDXP BEIIX Y VAF NE
FEE (NER) #EE I, F7=, NUT v REE (XPY)
ITHREE Y B BRI B AR, RLORFSE

O EHANE, XP OFFREE 53 F LV THIT T 5 Z &

E VDT, REH L TRWEBRIERRE A b =
R LT, EICHaEwFHFEEZR N, B
BT D, SHICEOBEERE ZMHM, EET
HZLDTED, BEFEOREE, [BEIEDOHES.
BREZITHIZ L THD, BIE. LLTITRT 32D
R B OPREEZFITL TN D, 1) ~f7ua7
VA ZAWEEREEY ORI  2) XP Al
BEIOMENT 3) Non—sense mediated decay 2
Bl+A7I7)ay FREAZ AW RERE
DBAFE

B. WFFEHE

1)  XPiPS HHFEOVERUZSESL D | XPA BEMRMEDF
R ZRAMER (UV) FREY (0.5]/m*) %ATVN, 4 FF
MITZIZRNA 2B L, =~/ 27 a7 LA ZHNTE
7 WY IRER B EE DR Z 1T - 72,

2) XPA BEMMEZEMZE AT, AT T v Fik
RV, 3 BHEOMEOBEIE 2 HE Lz,

3)  XPA FBEMIIG (XP12RO) X7 v Z <A %
wimL (5, 500mg/dl) 1 B & 3 H#&IZ XPA #
VRIPEEE T 2 AKX 7y MEICTRH
L=,

(fa 3 ~DHELE)
TFFRHEE I o7 » TITAMEDRGE - BERE, AN D

BHRE, BWREBECOWTHSEEL, BEAE
WIRHELE, ~NVUXES, B NS A BBT
FEATIZBE 3 B fmEifest, HAEMEOSEES 7
EIZEDS W TR T 5, BTN T
TERB L OHTA RIA o Te A v
TH—Ah K arty hOBRERCELEDBGTFE
WORER E DT L & > TEAFR, AEHEE
WZheE#T 5, “WHRYy—s ==L B
EBMHERRIBBUE > A T A OREEE L R iefRiT”

VT2 AW TR R B R F AT e fm B SR
EEROAREHETND

C. WrFmR

1) UV RESHAE & BRI Z i LT, 2
FLUERBEENEMLZEEFHIZONT
Wikipathway ZAVWT, N2 T = A BT 24T o 77,
PATFIZ BN 10 fLD/RA T = A R, REEN
cell cycle IZBD B NRA T = A BFEFHINL TS
T ENghoTs, BEABRMEFME T, £<
cell cycle IZBH B /XA = A X EAL 10 (7121
RO LN 0T,

- Log(p value}
7

-1 1 5 9 11 13 15

Synthesis_of DNA

DNA_Replication

Regulation_of DNA_replication
Cell_Cycle
Gastrie_cancer_network_2
Mitotie_M-M-G 1_phases
Integrated_Breast_Cancer_Pathway
Mitotic_G1-G1-8_phases

Cell_Cyele_Checkpoints
G1_to_8_cell_eyele_control

RETRT,



Control fibroblast APA patient’s fibroblast [Alwh)

hamozygous)

3) UFiEv=x2r7nuy FOFERERT,
XPA & ST T T INTH DN, T d~A v
DIEER L ORFHEKFNIICEEL T 2 &0

TR X T,
12RO 12RO 12RO 12RO
12RO GM 5pg/mt GM 5 GM 500 GM 500
WI38 Halo-XPA 12RO 1iday 3day lday 3day

D. &8
1) XPA MR TIL, UV MBI 1% 4 BR[E C cell

cycle WCPEHET 2@ IE DA RICHERIND Z
LN oTn, &b, FERSC DNA B EUICEE D
HEEFREN Ea 5O TnD, 202 &iE, &
HEY /R BEIZ BN T XPA & /8 N R,
PEICBNT WD Z EERERTHT—FTh
%, XPA {Z NER TV TV D DI 59 AR
BRA RIS 5 2 L2k - T, EROIEF %
BLTWD LW HT-REEEE > THDOMN
H Ly, XPA BEE TR OIS, MRMERSK
JERERDS, ZOBRFEIZERTHOTHIIE, 20
B R ERET 5 L9 AR RE L, BRSOk
waﬁn TEEZTNWD, e, 2O~ Ao
T LA OFE RSO EHETH R
BB L DRON, ShROWIRETH Y | 1RE
%%%@tb@%%v~ﬁ~kbfﬁ%ﬁ%é
. BEEET S,
Z)WAﬁ%iﬂmﬁawi%%ﬁﬁ LB
Wiz, BIE, A ¥ aX—F —FEEEEE FHWT,
FGATA A=V TR EIT> TS, ZDRH
TE . XPA 25 NER BISMC b, HIRRBEI ORI H
BboTWna I EaEmRd, BEERBIIBNT, M
B OBEN ), &F S FE R OMEE. B
WCHEER 777X —ThHoHH, iPS Hlanr 6ok

IR LT,

72 XPA FREHIIALC BT b AR D FRER U A R
bﬂébx )RR D Z SV XP TA LD

FOER A BT S 2 L. SO, MRER A
mé@é%ﬁﬁmﬁmtw®w ElEfE~— A —
ELTHMRT v A%ERVHIDEEZEZTH
Do
3) HIAE. Non—sense mediated decay Z¥fld 2
oA VT, XPA X X7 DFEBL R
Rz eiodn, WL LT ZENRTE
IRNINEBREIT > TV D, FERISRT LA B
o FIEE A XP12R0 Tl XPA & 2737 OIEHE
i, BT TIEH L NREE CTEL/EEH/ TN D,
LWL&ﬂ%FMwmm$%®kéﬁ%&wé
intron3 AT A v S REICE b DR
Rl \%%m%%ﬂfwﬁwo A%, iPS
DB AP BV TR D ER 21T
I TETHD,

E.

XPA HINITAEER B UV PREH% . BHIC cell
cycle BB THENTFIH IN TS BT 00D
ST, Fio, XPA AT EIORE 2B 2T
ZEERM UL, £ S BREIZRD
Wmmmmfmm&yﬂﬁmﬁﬁﬁbfmv&é

DD BT,

F. RERER

G. BrEERE

1. EmSCHEE

Makino-Okamura C, Niki Y, Takeuchi S,
Nishigori C, Declercq L, Yarosh DB, Saito
N.Heparin inhibits melanosome uptake and
inflammatory response coupled with
phagocytosis through blocking PI3k/Akt and
MEK/ERK signaling pathways in human
epidermal keratinocytes. Pigment Cell
Melanoma Res. 2014 Nov; 27(6):1063-74.
OFluorescence detection of cellular nucleotide
excision repair of damaged DNA. Toga T,
Kuraoka I, Watanabe S, Nakano E, Takeuchi S,
Nishigori C, Sugasawa K, Iwai S. Sci Rep.
2014 Jul 4; 4:56578

ONakano E, Ono R, Masaki T, Takeuchi S,
Takaoka Y, Maeda E, Nishigori C Differences
in clinical phenotype among patients with XP
complementation group D: 3D structure and
ATP-docking of XPD in silico.

J Invest Dermatol. 2014 Jun; 134(6):1775-8.
Takeuchi S, Abe Y, Yamada T, Kawano S,
Hozumi Y, Ito S, Suzuki T, Nishigori C. Case of
Hermansky-Pudlak syndrome 1 patient with
milder symptoms in Japanese. J Dermatol.
2014 Mar;41(3):268-70

OOno R, Masaki T, Takeuchi S, Shimizu A,
Tanioka M, Kambe N, Matsue H, Kamide R,



Nishigori C. Three school-age cases of
xeroderma  pigmentosum  variant  type.
Photodermatol Photoimmunol Photomed. 2013
29(3):132-139

OYNEEZ . iy &= T RI HI
FRE BAE, NTHMA. Rk TET - ARGE
PERL R IE OBRIEF NIR R ER S HEEE 2013
32(2): 77-82

OYTNEE | SRfkT(ET S RMEEARIBEUE O

i & B OF1H, MB Derma 2012 191: 7-14

2. FEREEX

201 4FEOEHEERDH T

1) Abnormal cell migration in the XPA-defic
ient cell

Seiji Takeuchi, Makoto Sato, Chikako Nishig

ori: Disorders of DNA Damage Response - Be
nch to Bedside- (#7= 3H5H—TH)

2) Microarray analysis for the transcripti
onal profile in the keratinocyte and melano
cyte with UVB irradiation

Seiji Takeuchi, Taro Masaki, Toshiro Matsud
a, Chikako Nishigori ZE73[A] H AR 2T
e (BiE 9H24H—26H)

6) ABFGEMEEEREMIEICB T 2IEBRESE
Y13 BB B O M FR B (= - S BLARAT

AN BB MW AEEER. NP mEEE. SRAR
FHET BAKRAEEEYS F57E (BRE
10A1H—3H)

H. HMEEOHE - B&RN
(FEZET, )
e d oz kel



I. FREFREKRER



1. BL2ECHFTHOHE - RAF—HRK

FERO 1 (DEERE)

e (K@)

HEL-HRE (RKREB. OE - KX REZEAL & LB &L= (EA-4
R —REDH) (FE%E4R) B A DAl
WHBHIE DEE OB (DBARE) |#ETE F113E B AL ERFEH|  2014.56 BN
= - FEiRks FED
NEEREERECEOLE (NBE%E  |SBERTETM 38| B A/NERERS | 2014.5°6 EA
) SFMRE BN
FRERIER Z 7 LI NE AR | EAKE, T3 %5, S8TEL. & |B6EAALESE - k4 2014.7 [EL]
JECHXP-C)» 1 (DEERFE) ARRF s (k@)
MR D EARIBIEDNAMEEREDEER  |BEER, B, EREE, HEFRE] 1 |5536[E A ANESE - Mk 2014.7 EH
W (DEE%EE) WE T ST BERR. SHNE prs wm)
UV and Melanoma: Insights from Nishigori C XXII International 2014.9 E5+
Clinical View Points. (MABERZ) Pigment Cell Conference
(Singapore)
Photocarcinogenesis is a complex Nishigori C 16th International 2014.9 EEEgN
process caused by DNA damage, Congress on
inflammation and Photobiology (Cordoba,
immunesuppression. (QEEFFR) Argentina)
Genotype -Phenotype Correlation Nakano E, Ono R, Masaki T, Takeuchi |The 3rd Eastern Asia 2014.9 El5+
Among Xeroderma Pigmentosum S, Takaoka Y, Sugasawa K, Nishigori |Dermatology Conference
Complementation Group D. (O #EEFE) |C (Jeju, Korea)
Fu— U R 7e— AU FUVBR[EAKE, TAE", REJER. Bk | #7300 B AZLF0R | 2014.9 El
FHEDFZF /¥ A hERAT YA MO TEF 2 (REIR)
BB 707 LA T RAZ—%
)
LML & EEMIICHT S, UVBR [T, IEAKE. REAER, 8k | 8736 B AREELFRRR 2014.9 E
D<A 7 7 LA & RiiETae | TET £ (iR
BT (KRR 7 —%FE)
AT BRI AR B E B0 5 5 ([, AR ER. TEEm. B0 | o7 A ARaawEE | 201410 | ER
RO RS O RE TR B A T R BT | T = (BB
(MEERR)
ERBLEINRBHPEETRER Y 0 7 7 [MESERR, PN NEFER, 836k |857E A AR R et 2014.10 EA
ANVIZEZ DB (DHER) 2 (ERE)
SHNBREUE BT OFE (DEERER) |[SETE 5368 B AR ER &I 2014.12 g
e A= (1)
NER assay based on flow cytometery |Nakano E, Takeuchi S, Ono R, Masaki | H Kﬁﬁ%&}%ﬂi/‘r} % 2014.12 EW
of pyrimidine T, Nishigori C BEFERFMRE - B
dimerimmunocytochemistry: ORI
comparison with unscheduled DNA
synthesis using autoradiography. (158
R TRAK—FEFR)
Microarray analysis in the Masaki T, Takeuchi S, Matsuda T, H Kﬂ%ﬂ’\l%’ﬁ%% % 2014.12 EW
keratinocyte and melanocyte exposed |Nishigori C BIEEXFWRE - e
to Narrow-band UVB and Broad-band N
UVB. (Rx&Z—%%)
LR 2 R E ORER | SRR T T IERKEA, HERE], 1IN |#438E A AL ER 2L ]| 2014.12 EH
(DEARRE) B WRKRS. AHELE BEHERE s (GUE)
iR L RS REGCED 1 |BBE—. brET+. K5 AR ER 2014.4 EH
(MBEF ) 23220 plE (FiF)
131V Y I—0BRICEH LabE [PAR, RIIRR, BBE—. FEN, 5300 A ARRSRE G 2014.4 E
D (DEERE) RHAER & (M)
UVBE & (HEERR) RMpE— F113EI B AR AR SR 2014.6 L]
& (5UHD)
REREROREED V) 7 i | RGE— E38E HARBI Ut 2014.6 ElA
MNHEE~ (DEEHER) U raigEs (K
KBR)
EELMEOBRBEEICE Ui r 7 T | BT, BIIRE, ZEE— FI0TENT R ERERES 2014.7 E]]
bP—<o1f (DEEER) CRBR)
LU o EERERICA T BRI TIB A E T BIIRE, BBE— H36E HANES - A 2014.7 El]




A Novel XPA gene mutation resulting |Moriwaki S, Takahashi Y, Nakamura |[The 44th ESDR 2014 2014.9 [E2E4N
in trace level of XPA expression in an |3, Nakazawa Y, Ogi T (Copenhagen, Denmark)
elderly XP-A patient without
neurological abnormalities (KA 4 —
)
Establishment of iPS cells from XPA  |Shimizuhira C, Yokota H, Moriwaki S, | The 44th ESDR 2014 2014.9 [E4t
patients as a new tool for its Yoshida Y, Miyachi Y, Yamanaka S, (Copenhagen, Denmark)
mechanistic analysis (RA & —% Kabashima K
*)
A case of generalized eruptive Numemoto S, Osawa S, Kurokawa T, |The 3rd Eastern Asia 2014.9 [E 51
teratoacanthomas (7R A & —3E4) Moriwaki S Dermatology Conference
(Jeju, Korea)

A child case of cutaneous type of Moriwaki S, Kurokawa T, Kitamura S |The 3rd Eastern Asia 2014.9 [ 51
xeroderma pigmentosum group G with Dermatology Conference
a novel mutation (/KA ¥ —43K) (Jeju, Korea)
BEstablishment and characterization of |Shimizuhira C, Yokota H, Moriwaki S, {The 39th annual meeting| 2014.12 EN
iPS cells derived from XPA patients  |Yoshida Y, Miyachi Y, Yamanaka S, of JSID (Osaka)

(D BAFER) Kabashlma K
BIA = o SEEREO U (R Fo BNEEA BUINSETe. 2Rl | 4543808 PR G RER I 2014.12 E
#) RACT S G
B NERAE SR RS S VT U S UG R RORE, ’;@;10 GNP NS TN 2014.5 T
DIFIE & HERERT (u HRER) o R FRIT) I 7

7 oA

DNABEERE O SREIZ & 0 384 55 |[#Y 2014.6 P
RUEIRB L7 7 AREEWEB A (1
HHEER)
b 2 ko H3K9 A F/AbRERIHODNA - (2K 8T H A5 2014.10 EN
TEHOEEERG~ORS (R OR#D)
D - QEERR)
BB X 7 VAT FEREBER OGRS AR i S R s 2 35T 2014.10 [EIN
DT (U—2 v a v - 0O ke (W)
EiE )
R B J:»J%J\U‘ﬁ*ﬂl} BILE AR PR, T, WSEEE T, B 87 A ARS YA 2014.11 B
BWIEMEREBOFMIHER G T OWE & o136, FEEm, kRS EL (Bhm)
TREREMRAT (LEHRSHR - R A X —FK)
Molecular and functional study on the |Chaowan Guo, Yuka Nakazawa, $37[E A AR TN 2014.11 EAN
initiation of transcription coupled Mayuko Shimada, Nan Jia, Kiyonobu ’45/\ G4/
nucleo tide excision repair (A% —% |Karata, Hitomi Miyazaki, Tomoo Ogi
#*)
TRFE L L2 X 7 LA REREEEO EREM, 2585, K18 HESTIE B ARGy F A 2014.11 EA
in vitroSUS R OEEE  (RA & —5K) Fe (BHR)
i A AR OG22 = TR R | B3, KRS H3TIE H AL WS 2014.11 EA
MRBOBERGFRE (KA ¥ —3 e (IR
)
% Y — LMEHT & O DNAS RS DIBERB, KIS SB37IE B AR T A 2014.11 EHN
KABPEE B OB TR FOBRR e (HR)

(RAH —FH)
Molecular cloning and Tomoo Ogi 3R Symposium Program 2014.11 [
characterisation of new human DNA
repair genes (M 5HIEHR)
Molecular characterization and Chaowan Guo, Tomoo Ogi 3R Symposium Program 2014.11 EA

functional analysis of XRCC4, a novel
pathological gene for radiation
sensitivity and developmental
abnormalities (RAZ —%3&)




ERCC1/XPF deficiency causes three  |Yuka Nakazawa, Kazuya Kashiyama, |3R Symposium Program 2014.11 EH
NER- deficient disorders: a patient Daniela T. Pilz, Chaowan Guo,
with various symptoms of xeroderma |Mayuko Shimada, Kensaku Sasaki,
pigmentosum, Cockayne syndrome, Heather Fawcett, Jonathan F. Wing,
and Fanconi anemia ((RAZ—3E) Susan O. Lewin, Lucinda Carr, Tao-

Sheng Li, Koh-ichiro Yoshiura, Atsushi

Utani, Akiyoshi Hirano, Danielle

Greenblatt, Tiziana Nardo, Miria

Stefanini, David McGibbon, Robert

Sarkany, Hiva Fassihi, Norisato

Mitsutake, Alan R. Lehmann, and

Tomoo Ogi
5 ) AREENRBHEOGEEMREGT (3R H57E B AR e 2014.11 BN
DEE & oy FHREfRTT (R#E - nEd wigs (KR
B
DFYIalb—a UETERRE LB 8. S, KAXE, THE |BARELES GUED 2014.10 EN
UGT1AIHAREOKHEET L (FA Ao
&2 %K)
HEORIBIBIEIE BT AXPCH L%y |BAE . A —, BFEE. B |pAuEsaEseE kS 2014.9 EW
’f;i)@ﬂﬁl U F i omT (nEER(E. BE K (BiR)

X
EAEERDNABGEEOMamER (B2 % A AR B 2 55T 2014.10 EN
Bt (DEEZHR) ERke (BERE)
R VAF FREBEICRBITAXPCE  [AARHIA, Fischer ES, Thoma NH, & [#87H B AL (LFEKkE 2014.10 EAN
DDB20OKRERMESER (D8E - K= (B & (F4h)
& —FEK)
Post-translational modifications Sugasawa K The 5th Japan-US DNA 2014.10 BN
coordinating recognition and repair of Repair Meeting (Naruto,
UV-induced DNA damage (HQEEIEF) Japan)
Functional interactions between XPC |Matsumoto S, Fischer ES, Thoma NH, |The 9th 3R Symposium 2014.11 [E N
and DDB2 in nucleotide excision Sugasawa K (Gotemba, Japan)
repair (RRF —FEK)
HIRZEHE ) Lo aREREIER G KHES, RARMK, R, EHF H3TE B Ay FAEYFES 2014.11 EW
FEEMORSEERIE (08 - AR ¥ —3FK) [{H, BE & L ()
DNABEREIZI T 5DDB2OFFR%E  |FAARFAK, Fischer ES, Thoma NH, & |537E H AN F4EWFE 2014.11 EN
B OBERERENT (KA Z —%K) e £ (M)
In vivo regulation of mammalian Sugasawa K Gordon Research 2015.2 [EaE2S
nucleotide excision repair (FEAHE) Conference on
Mammalian DNA Repair
(Ventura, USA)
Molecular mechanisms of UVB Kunisada M World Congress of 2014.9 ESpAS
carcinogenesis ([EEFF) Cancers of the Skin
(Edinburgh, Scotland)

Increase of micorglia in the autopsy = |Masaharu Hayashi H56[E H A/NRIRES 2014.5 EHN
brains in xeroderma pigmentosum (AR
group A and Cockayne syndrome (H
HH%%3% - English session)
2. 2R - HMBZHICIBTHHEBE
BE LR (RRER) REEES BB | RELE ERO
Photocarcinogenesis and Nishigori C Cancer and 2014 =4t
inflammation. Inflammation

Mechanisms: Chemical,
Biological, and Clinical
Aspects. Edited by
Hiraku Y, Kawanishi S,
Ohshima H, John Wiley
& Sons, Inc, pp271-283




Differences in clinical phenotype Nakano E, Ono R, Masaki T, Takeuchi |J Invest Dermatol 134(6) 2014 [E][ £+
among patients with XP S, Takaoka Y, Maeda E, Nishigori C S 1775-1778
complementation group D: 3D
structure and ATP-docking of XPD in
silico.
BEMERAE (XP) Y7 M B S miae i 36(11): 998- 2014 EHH
1006
High prevalence of vitamin D Kuwabara A, Tsugawa N, Uejima Y, |European Journal of in press =5
deficiency in patients with xeroderma |Ogawa J, Otao N, Yamada N, Tanaka |Clinical Nutrition
pigmetosum (XP)- A under strict sun- [K, Masaki T, Nishigori C, Moriwaki S
protection Okano T
SRR AERE ENENVINIRE f)*‘ht B %16 F ] [EIN
Wi (P
JERRI TR k& ar ol (ilg s R A
)
PR VAR D VA e R LD S - EBMASE R oR] FIRIT [EPy
W (P ESERL)
R EUE Hem g (AT 4 B EIES B
VT
UDS. R 7 4 YTy TER - ARG R AL FITI A EW
DF T (SOE)
Bt YRR E EUE T - A8 B R AR A EES [EP
O RT (OAE)
Q15 TYERCmEREN ARG I DR AT A RS — i ER [EP
DNWTH-ATLIEE N, | MBET A N (wm)
(AF 4 LB a—
1)
Q16 [ZM1, mHh, M, WmERET, |& AXL T A A= Hglk E
7‘!:03“4%‘ SRS L NED K DR WBET XA N (3HA)
HERH D ETH? ) (AF 4 I a—
1)
QL9 THEEITIC k- CTHLASRL 72 0 A|ZRIBE— AX T A AN —iK Ikl [E PN
L. BB ARCETS, BT T BT A N (3D
WIEH D ETH? (AF 4N Ez—
)
SERERRR EEFE BB OB 2016 A
2015-2016 p99 ( F§ T
i9)
SERRBIEUE A A OtRIES 20155 )| 2015 EAN
"‘le IIHOHRBELTWD
pl153-4 (EZ8p7)
Immunohistochemical analysis of 06- [Kokunai Y, Tsuji M, Yuko Ito Y, Medical Molecular 2014 [E PN
methylguanine-DNA Kurokawa T, Otsuki K, Moriwaki S Morphology 47(1):8-13
methyltransferase in human skin
tumor
Generalized milia in an infant with Sugimoto A, Kurokawa T, Kishi K, J Dermatol 41(8):763- 2014 [E P
full trisomy 13 Yasuda E, Tamai H, Moriwaki S 764
Trichothiodystrophy Group A : A first |Moriwaki S, Saruwatari H, Nakanishi |J Dermatol 41(8):705- 2014 [ESkg]
Japanese patient with a novel N, Kanzaki T, Kanekura T, Minoshima {708
homozygous nonsense mutation in the (S
GTF2H5 gene
Usefulness of a newly-developed Ishii K, Kotani M, Fujita A, Moriwaki |J Cosmetics, 2014 E
device, the Power Tree?, for body S Dermatological Sciences
massage: Evidence from a medical and Applications
evaluation. 4(3):185-189
/INRSERREEUE D QL HHE— Visual Dermatology 2014 EA
13(10) : 1176-1177
FEREROBEY V) v Ein|RBE— H 7?:5\_{&7‘3 vy T 2014 AN

5 EEEA~

o

75 35(3) : 67-72




