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(ng/ml) 0 5 50 500 5 50 500 0

anau fibroblast from XPA patient (YKMT)
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YRR OBA L AT AT, XP-A BERMBEPTORF—1I Y - ko b= YD

calcineurin [ P4 52 93 ffi 2 D R A

A HEEB

A BEXP B (XP-A) i TIXEE D & KINHL A
AD F=783 YHRANDSBEE S, KB IR
b%ET 505, R OMEME, REROMESRT
F FERBIIRAENS Z & 25 L7z (J Neuropathol
Exp Neurol 2004; 63: 1048-57) ¥ 72, F—/33 i
BEHEOBEZEIMETE Y A b =7, FIRiREZ
CERERTLIWRELERL. S OICFERXP-A
BEONREEDFERK & 2 2MEEHY A F=T7IZxf L
T =3 V2R LIS 508 LK B vE
% (03~1.5mgkg/ H) ek, FPREE, A&
By, FHEIREOUET ML L7 (Brain Dev2010; 32:
685-7) o 4[Al, XP-A HHRMN T D FRAF AR A (2 BY
THRE L, BAMBCOFN A 70~ /I 7HE
TR (GCMS) % Fl V> 7 FARIIFENT % 1T 72

B. AR A&

1) XP-A5 # M Bl (19~267&) & x4 (9~
74 7%) ORMEREAL - FR O E R 2B T,
dopamine receptor 2 & ¥ JF i fEMIfL O~ —F — T
& A calcineurin D 3 H % SEIE ML FZ M ITRE L
720 2) XP-DEE (13 ). XP-AEHE (7. 18
B 20 F%) OBERICBVT, GCMS & HWwT F—%
I ¥ kU b= roFE 5 A B Whomovanillic acid
(HVA) - 5-hydroxyindole acetic acid (5-HIAA) 7 5
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W7 3/ MR sER L7,

(R BT ~ D BCH)

ARG AH T A SRSCRR AR & 170 [ e B o0 A
FRADPLEBINT D, EEER - BB O
ELOPIBEZEDER Do T+ aHP 0L
TOHIMIC & 5 FEEBERED S ZT T 5o

C.iA#ER

1) 5BI&pT, KRNERE (Bik) oRF/NE
#AEMIAZ A% dopamine receptor 2 & calcineurin % K Hi
L. — 4. 2 T3 neuropil 7° calcineurin T i 4t
L. BRAAREMIAZ A dopamine receptor 2 & F i LT
Wiz (M 1). 2) XP-AEBBEERMIZ, WA HPHVA -
S-HIAA fEAYE IR L T\w/zo GABA - 7'V %
I VERL EORBEIRIERRI-ATW (R,

D. &%

XP-A BHOREEER T, RE M. GABA
VEEDE N FERAE DS HE 2 S M A /BRI D B BEAS
i Tnws 2 2#HE L7z, 4MEl. calcineurin [
P medium-sized spiny neuron 3 51 # #% AL 235 A L
TWh I ERMERTE, SO/ T
7 dopamine receptor 2 ZE i b [A%E S AL, FRIRATIZHE
FEIND F—83 YHREZEEBIRZME & DR
DRI S NTzo FAIILHT, XP-A i To F—/3



A. Calcinurin 4

1 RIEER (Bgg) OB A REEHE

F1 B GCMS B E L

Homovanillic acid HVA
3,4-Dihydroxyphenylacetic acid DOPAC
5-Hydroxytryptophan 5-HT

5-Hydroxyindoleacetic acid 5-HIAA

Glutamate Glu
Glutamine Gln
Gamma-aminobutyric acid GABA
Glycine Gly
Taurine Tau

XP-A
7y/Male

(n/A)
(n/A)
630
(WA)

0.86
139.1
251
6917
10.4 1

XP-D

13y/Male

164 |
05.
27.5
405

213
145.1
2.51
721
1424

XP-A

18y/Male

49
01l
22.3
146 |

0.83
138
1.94
5631
1nst

XP-A

20y/Female

621
0l

9.4
215

1.08
127.2
1.26 1
3.56
6.4
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IV - km b MBOBROEEZ RELL O
Neuropathol Exp Neurol 2004; 63: 1048-57) . A $fC
DIFFrCTlddH 4%, 4, HEPOF—/33 ¥ - &
O b = 2 A ORTT 2SEHIAR T DN R & A3
THETHLDII ko7, 4k, BB TO GCMS
fEMT 2 S HIZHED IHEIC L D LB BT b,

E. f&:R

XP-A BE TOHEIBAERDOFEBIZ BT 5
calcineurin [ PE#% 55 # ¢ D 5% 7 & dopamine receptor
2RHEOBEGEHL I L. S SICTFMIGCMS
FEFTICL D, XP-ARNTO F—/¥3 v - k1 b=
RFORE 2 RS LT R %1572,

G MARE
1. G SCFER
1) Oba D, Hayashi M, et al. Autopsic study of cere-
bellar degeneration in siblings with ataxia-telang-
iectasia-like disorder (ATLD). Acta Neuropathol
119(4): 513-20, 2010
2) Hayashi M, et al. Oxidative stress in developmental
brain disorders. In: Ahmad S, ed. Neurodegenera-
tive diseases. Austin: Landes Bioscience (in press)
(LE2—)
2.ERFER
1) # HERES, ABEEMEEAE L Cockayne fE
B O MK T O Thymidine glycol D EFE. 56
52 [ H AN R A SR A AR (2010, 5.21).

H. SE0P A HEOD B - ISR
(FEZET)
HWT 5 b DIREY,



EAF @RS (AR E IR 7EES)
R E

A BHE R REIZ BT A MREEE O RREIZFE T 207

U iEta)

Xij FH #4 A=

i REER BT Ay %

MEEE

AlZiz, B, JREWRPLREE -7

XPA BE 14 ZIZOoWT, HREEORKEA* AR L. A THIIERE RO R VA,
BATHIGRAIITEE 14 B ERRPBIE L, 136 CHRAEE R EBEEIEZ INT, E
IS~ 1B CHEL Y, B~ 18BTHEKEFLELD, FOHBI6ES A~2079

A.BEBH

A TFEFEMRIE (XPA) (2B 2 iR ERR
OWFHWAL2IIT 572010, BRRTEAEROHER
TEE L. RHRERERE TR L 72,

B. R F &

XPABE 14% (FEHE1E3B~20%%6 A) 120
W, MREZENZEE KHEERERERXTT- 7
—EHOEFITIE, MELE)ELBENELEBE
L7

(fREBEE~ORE)

WFE Rt 3 E K E EHM BRI REEE SO
B2, ECORBREICHBPLEXEFCLLIAE
{107

C. IRER

AT EHIRE R0 R WA, BITRGEIE 1%
~2m% CE¥14E4H) LR0BEL, 136 TR
EEIRERESER SN, EEEEIE 8 E~11
OO THEEELLD, B3-ISETERT LR,
FOBI6FES A~209 A (19%48) 12k, B
., SEYBESLEL ok, (M) RREHREYSE
R Z30% ., Babinski BUEIE. 2 AR T—HAH
WL b0, 6 mlUBEEI—BLTUE®THY., ML
ZEDPLERSORTEAL P L 2oz, RIEME
ZEMBRETITEFMED CMAP & MCV 13iZ12%
7o TWizhs, SNAP (X UL THERE I LS
eol. HBIEEMED CMAP X 10 UL T CHIETF
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LTWAERID RS20, 14 R LIE T 2K
T L. BEREMED SNAP X 12 LI CTEH &
{tronis (H2).
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D. #&&R E. 23X

XPA OMFEREEIIFMERFEEREL L CREY Kanda F et al. Clinical and Neurophysiological evalua-
PoiaE . ERIIZEALYT 2. KIEMELE tion for neurological complications in xeroderma
BRECTEE*RUT2HREIEVD, BENBEC pigmentosum. Clinical Neurophysiolofy 121: S112,
BECTHDLEEIT AV, 2010
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EAS @R e B & (EaTER BRI 7EE3)

g
[RMBERIER a7 4 VERFIZBIT S |

X7 VA F FBREBE, B5EORE | IZBT L%

RIRA 2 A EF SE R e

Wrgesrils  HPRlk

MEEE

X7 L4 F FBRZFEBIE (nucleotide excision repair: NER) 1 |2 BH % Fro t Z T2 IE
(xeroderma pigmentosum: XP), I %7 A Y JEMEH# (Cockayne syndrome: CS) O J& & # 1= 1 i
Y OKEReBIT, BIEE R HREBEM (UV-sensitive syndrome: UV'S) &z TD 7 0—=>
7. ENHIIRIEEDDBEOGFIREOMMT ZWMEEN & Lz, PR 22 EEICLUTOX
) REE. (1) X7 LA F FBRFIBEICBIT S XPAEHY & RPA OME/EHOER
RN L7z (2) XPFEHE LA T H2HBHEF %2 FE L. XPF MBS RICEST5
¢, XPFEETIIMBESHORELEHEIRTIEZHOII L2, 3) BIREGE
fZl2B17 % DDB2 (XPE) LY XF ) #— EHEEEORRRE L Z OIEEHIEREME O % |
BEEE/ X714V =205 HWTET Lz, (4) UV'S & UV'IKO (& CSB #IZT- D X
WVERRER Y REFEAMICHEDE. CSBEHEIIZRIIRBLTW, il CSEELRT
CS-B & T3 5 A D i CSB MHAENAEK I N T Wiz, £ LT, JHii CSB HEAE A
v 7 b7 ¥ AL D DNA topoisomerase I-DNA covalent complex D IS5 ##E % fHE 42 &
EERH LN L7z (5) TFIH KA D XPD FrllEHEHEA K MMXD & a3%) 2 FE L.
FND GRS EICRE S35 2 &, XP-D KU XP-D/CS BEML CIIRBATEDORED
HEICEOONLZ L 2L LT, (6) BE LB LABHEIZHG T4, ThEITK
HMTHo7 UVS/ABE (Kps3 B%) FERBMETE. v 7 AB—R@EB A, CGH array 35
PFHWAZ LIV 20— T A ENRTET,

A HREB/

X7 LA F FREFEEE (NER) (& SEABELE
BRFEICL DIEEXEOE % DNABHEZBHETSE
LZEELREBEERMEREE CH 5, NER HEHEICA
FEbOe MEEBEREL LT, HAEZEHIHALTO
EHEREREVPARCTHE 2 OMBEREZ R T BEME
#7 7 JE (xeroderma pigmentosum: XP) . HEKFEE AN
&, FBHMEERPL R R a7 1 Ve
(Cockayne syndrome: CS). CS FREB IZHI 2 CTESE
MEis. B ALFELRITMERZUEERZEETREE
(trichothiodystrophy: TTD). H Yo ik & R %
TRV RS MEAEEEE  (UV-sensitive syndrome:
UV'S) % EFHNTHE Y . EaiERFIZH51T %5 NER
DEEUIRBINL, NEREEZTT XPIZIE

XP-A ~ XP-G D72, CSIZIECS-A& CSBD2
DO BIZHHBERDSFEET 5. TID 1L TTDA #
=T LA XPB., XPD IR T-DERERTL BIE
L. UV'S & CSA., CSB #HIZF DM, KD EIR
FThHbHUVS/ADRERRERTHEIET o UVS/A
DA oBEETFEIEICZIo—=r78hTwb, £
7z. NER #1213, BE % HE LML FRET
HELESH O DNAEBE 2 IFRWICBET S [
B &% L 721817 | (transcription-coupled nucleotide
excision repair: TC-NER) & . $£B D IFEEFH
RIBEHMODNABEHZOBET L [F/ 64
& D518 | (global genome nucleotide excision repair:
GG-NER) D 2 DO HFET 5, CSR UV'S T
| TC-NER ¥ #% 2%, XP-C ® XP-E T ¥ GG-NER
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BENENBIRWICKREL T3, KBTI,
XPA. XPD., XPE. XPF, CSB ® BEHEMENT, K U,
UV'S/A BIZFD 27 a—=> 7 %4\, NER O5F
WO, XP X CS D TFIREDMHEI % 5B
HE L7,

B.ARAE

XPA. XPD. XPE. XPF, CSB M4Ab&#Hy, 7F
H Wy S B BEFRAT 2 1T 5 720 FRAD UVsS/A #IET-
\ZDWTC, IS E AR CGH array % W JE K
BIZFOrO—= 2 T %7577,

(B~ DO ELRE)

AEFZe RS 5 30EHE . BEICHIB N Y 7 1288
S, MR R EN TV B BE RO B H )
MEFMBECTH D . BAERISEBARTRREZIL I
7ZRRETHIZE AL < —fRICFIH ST A #ifg T
Hbo WoT. TNHLOREEWERIZHEHTHI2H
Z2oTld. A 74— Farvr b, BAERE
AR 2 S I3 E NS,

C. iRHER
(C1) XULAFFBREBEICE TS XPAERE
& RPA MHEEER

XPA &HE IR 7 LA F FEEBE (NER) &2
2 3 \» T, RPA. ERCCl. DDB2 (XPE). TFIIH,
X5 IZIZIEGDNA EMHEER L, S0 2&E %
W25, FRZOFEMIMHIN TR, A
. XPA & RPA DA EAER O NER 128 1) 5 1% &
WZDOWTEHNT L 720 3745, RPA I heterotrimer
I 3 5 A5, XPA IZZ D N g T RPA32 L &4
L. O CHEBEDNA, RPA70 L AT 5. XPA
?D N ¥ /K T RPA32 & D#EAIMET L. NER BED
BT 3572, EEDNA & OfE A< RPA heterotrimer
EDRE IR N TV, XPA R REDOIEL DT
I/BEBRIINERBOKTERAZL, 160
#ODDERXPA X RPAT0 L DESLIET L7
25, EEDNA & OFEEIXIEE ICHE /- Tz, DL
L ofERE X D, XPA £ RPA32 R RPAT0 & D&
ANER ICHETH BT ENRBEN (TR
5 1 J. Biological Chemistry, 2010 Dec 9. [Epub ahead
of print]) (1),

(C-2) XPFEHEIRMREAIHICEASE L. Z0OEE
P XP-F EBEDRAEICHE->TWD
R EF F&HE (XPF) 13 ERCCI &~T
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1 NLS E-cluster Zn-finger 273
| FS—

bod \ i L
RPA32 ERCC1 RPAT70 DDB2 TFIH
L i

Damaged DNA

1 XPA DEHEME N AL ¥

O2EAEZERL, BERRNZ XL T —
EiEEE b5, X7 LA F FRFEBES DNA S5
BB HEICEME 3 5, —F. XPF % ERCCI #1x
TICERER Y FOBRE IO RULIE (XP-F) O
flile 3 A HEBER (XP-F/CS & %\ i XFE) %38
FET Do SHIZ, XpfR Erccl /v 2777 MY T R
ZAER 4 BEOBEILRNC R EERZ 2 L THET 5,
XPF-ERCCI1 &1 IE DNABIEO AL 5§, £k
REEER D b FDOHEE DT XP-F X XP-F/CS (XFE)
BEDVRIHALHEORK E %2> TWDH 2 LHUR
BEhb, M0, 4 IXPFEAE X+ v &
[EEgS EMEETHI L ® RO 72, Eg5sid. Ml
FEHNZ B THUUMERHISEIA D TERE & 55 BE 12 2K
DEHETH D, RIFHENFEBHT AT, XPFIid
Eg5 L PRHATHFE L 720 72, siRNA Z W72
XPF D/ v 7 & il EHEE 3o R
W MBEEOREREEZR L, 612, XP-FXR
XP-F/CS MM T b S HE I TR 025 . M
Jat DOILHER EAEZD SNl Ll EO#EEIL. XPF
PAIEH 7 Gt AR B O AN LE O % E 2 1H -
THH., XP-FR XFE BETIIZOBBICEEY D
DI L&RRMET S (Liling Tan 5 : s 3CHERT) o

(C-3) KR4MHEBBEMICH T3 DDB2 (XPE) 1
ExF >0 H—-EEEGEOEEE S T OEMHIE
B DR

UV-damaged-DNA binding protein (UV-DDB) 13

DDBI1,DDB2 @ 2 DD 7=y b5 7 A AR

T. GG-NER IZBWT, #HEIZ L % DNA fED%E

{LORBHICBEG T4 LEZ2 5N Tw5, $72DDB2

i3 XP-E D RBETFEWTHS, UV-DDBIFE 5

|2 cullin4A, Rocl & ¥ FF 1) H—+ (E3) HE

BEFEE L, XPC, A P22V xF LT

52 DD, GG-NER OFJHERIZEBITHZ D E3

BAKROMEEITEE ENT WD, 2 Tk 38

WS L/ DNA Z HIWTCE/ X2 LAV — 2%

ML, L DDB2EEKZMZ A L TZ

O E3EEPEBHMICBVWTED L ) L EEY R

ETOPIZOWTIRIT L7 ZORE, X271 F



V—AHFOEANrOIEXF bIZI1Z. DDB2 #
HRDIEHGDNA FATEME L B3 O ABLET
HbHILhbholz, BIREWT &IZ, DDB2 #E
BIZELBE AP DLEFF LI 7LV — 4
WD REWICEERZ RIZS ol 72 XPC
X, EHBEMTICBVTDDB2 EAKIZL DY F
FAALINBLET TR ED B3 ERZRET S S
&L —H TR EO 7 0~ F YHEFIZBWT
DDB2 AR L HEEHAT2RHTF L LTHZICHEZE
& M7z Ku70/86 7%, HEEGEALIZ B \VTZ D E3 iFEME
RHHEIT B EDbhr ol &5, BEHBEHMICE
\T % DDB2 &%/t L7z X F /LA XPA ©
D7 V= MIEbLLZEERBETLEREIEON
7zo LED#EFIZ, DDB2 HAMED E3 [ftEd 7 o
~F iR & 5 DNA LOBEEIMIZB W TH A
IZHI S 4. GG-NER BHEIZHFSG L Twb I L%
RIELTWD (Iri# A S @ Molecular and Cellular
Biology, 30: 2708-2723, 2010) -

(C-4) CSB ® DNA topoisomerase |-DNA
covalent complex DIEE@ERRICH TR HEILE
ZEIZBIBRBIOVWTOEN

UV'S i, CS & [A#fIZ TC-NER IZEH % b D25,
CS B % /R X FHE D XP BREZ R RER % 7R $ D A
Th b, FAIZLEI, UV'S £F (UV'IKO) %5 CSB
BEFICnull 2RZERZ L L, CSBEHENES
MM TE R WT &2 Lz, #I2, EELME
FER. BHREEAEL T CS-B BE TIIE R
CSB EHEMER SN TV (K2),

INLOKRLP L, EREHMCSB EHEMTH
POHEMREFL, 20O L2 CSEBEDRAEIC
BE L TWw5b &#E 27 (Proc. Natl. Acad. Sci. USA,
101: 15410-15415, 2004), % Z T, CS-B #fi fu T 72
b N5FEMCSB & HE D& & T L7z, CSB
BIZFA B Y5207 Y ARV Y PGBD3 2%
HASNTEY, LA b alternative splicing 12 & -
TCSBONRKMEHSE M T VAR Y OBMEE
F1’& (CSB-PGBD3 fusion protein: CPFP) 2%1E %Az
2 CSBHMIFCTHETAZ ExHLNIZ L, 5
CS-B i (CS3PV) Tid. CSB O N HKimihs D M
o BERCSBEHE (3PV-CSB) 2YLE IZ#EL
ThTw7 (F3),

A 78 T i, CPFP X° 3PV-CSB @ [H & A9 7 1
REX M 5 BM T, ¥4 BCSB (WT-CSB).
CPFP, 3PV-CSBEHE AT rEHE # B #
L. #O—2H»DNA FFR AV 2T —+]1 (DNA
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=
g o
s (=]
o & :
Z o w
<o®P Qo 2
™~ O N ™
n n O s 0w W
O 0O O - O O
CS-B
. G |
50 -,
37 4 -
25 +
20 + L .
1 2 3 4 5 6 7 8 9
X2 UV'SBXUCS-BEEMBIZBITS CSBEHED
western blot f#HT
CPFP mRNA CS3PV
r 452 a.a.
AL A 5
VVV A
CS3PV stop
CSB mRNA

3 CSBEfzfA>bhars5iZhZ ARV Y PGBD3
DA S LT\ b, alternative splicing (2 & o T
CSB O N K& b5 ¥ ARV v OREEH
'® (CSB-PGBD3 fusion protein: CPFP) 7%4: B X 11
bhe DO LT, CS3PVEHD X 9 1T exons5 |2
nonsense Z #7273 - T 3, nonsense mediated mRNA
decay (NMD) 25#Z 5§, ZHE mRNA %L 5E &
). FHECSBEIME (3PV-CSB) #° CS3PV &
HCLHEMIIHERT %,

topoisomerase I: Topl) TH 2 Z L L 22 L 72,
Topl i3 DNA HE LG IZHE L DNA IZA L b8
RIEHT 572 DNA IZ= v 7 & AN, BIRHE
BHEREETAEEEZR 2. Lo L. Topl FFEAEH
EH|TH % camptothecin (CPT) FF4E T TIXFAE AT
fH & 1. Topl-DNA covalent complex (Topl-cc) %%
LT 570, MilgiZZzn 2 BEEEICL - T
HT HLUEND D, FAlk, CPFP X 3PV-CSB %
B ML TIL CSB 2 3B L 2 Wiz iz e,



Topl-cc DIEEAIMET L TWABZ EFHLMIZ L7
LA L. WT-CSB % 77 &€ % & £ D HE X IH &
n7ze DLEo#ERr s, ZRCSB &HE D Topl-ce
OBEEEBEHEL. CSORRICR>TWE I L
HRIE SN GBI R S © Genes to Cells, 16: 101-
114,2011) o

(C-5) XPD B ELHEBESHDRITE & HERERRHT.
RUBZMIBICH TS MMXD #EEEE (ICD L
T DR
HEATERFTFIH X 10 OV 712=v b2 5
LAEHEBEAKTH ). XPB., XPD. TTA % &
H. NER IZHLEOHTFTH b, F4lL, XPD &
FE 7%, TFIH & (& 57 L T, MMSI19 % MIP18
FHERR S LIHESREERT A2 L 2L
A2 L, MMXD (MMS19-MIP18-XPD) ¥ &4 & fx
% L7 LT, MMS19, MIP18, XPD 7%l i 73
FUCHisEA L —E/ET LI L, TRHD /) v
7 ¥ R R Rk 2 o~ F L ORTE
ByEgrznrl., oRHAPMECEEEERTILE
B S22 L7zs F 72, XP-D X XP-D/CS & Tit.
XPD ® /v 7 ¥y EERIZ, MR 2 o fhdE A
Rr7uxFCORERE. TREMTORERE%E
EHETRT Z EZBH LA L. XP-D X XP-D/CS
BEOREIZ MMXD OERERENSES L TWws 2

| XPD-CAK [ TFIH |

NER & Transcription

Cell cycle

Chromosome
segregation

XP-D patient cells

normal cells

mono-polar

DNA a-tubulin

M4 XPDZEHEIZ., ZhF THSNI T TFIH LAt
12, MMXD EEEE TR L. FEETEICED S,
L# %, XP-D J2 U8 XP-D/CS ¥ Tid et fh oAl
DEEVEHEEIZRO LN, HRIZR > TWBHT]
REMEDRIE S B

y—tubulin
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L RoRIE L7 (RS 0 Molecular Cell, 39: 632-
640, 2010) (X 4),

(C-6) RHM®D UV'S/ABEERE=FHOI/O—=7

TC-NER £ %/~ 3 3 D OMHHEFUV'S O T,
R KB TSRO UV'S/A B (Kps3 BHE) 1220
T, YFFEREEFOIZO—= 0 TRz BN
MR A L0 Kps3 Mifa~~ 7 A H—gufmfkfg A
ATV, EARIRPUME 2 ST L 72 3O Kps3 Ml
B2, SHI, BUMEICT e ERE T L L
THIA AL L 7282k %38 A L 72 Kps3 M2 5 & &
AR O — %1872, Ko o— 23kl L
TYTASHELEEBEEPEAINTVELEILEY
F 757 — FISH#E L FREARREN 77 M ~—2Hw
72PCRIEIZE o THERR L 720 S 6120 BT/ A4
A TN)F A4 ¥ = a7 LA (CGH array) f#tiT 2
5, BARIRIUE 2 15 L 72 4 MO L 72 Kps3
NG UYRT 2o H Y NIREET AME—D< T AT
L@ & LTy 5 W g R T O 600kb D FEIE &
F5E L7z ZOFESIZIE 10 HOBETHETN5,
Fro, v ASHFEROAEDOEAIZL o T Kps3 g
? TC-NER 25[IE§ 5 Z & bR L 720 M4
#HN—F5BAC Y O — % Kps3 M1 EA L
7z& 2 A, —DDBAC 7 U — %S Kps3 Ml i 0 4%
%2 e = TC-NER Z IE% b L7z, 2 ® BAC 7
O— & ENDEEET D DNADEAIZL - T
b Kps3 Mg iz IEwIL L7z LA b, Kps3 flifgix
Z D 1E{EF T nonsense mutation = REHEESEIZF -
TWize 2D Lnb, FAILZUVSS/A BIZT% 7
O—=r7T&7- LR L7 (X Zhang b : KREEX
T & 1

D.E%

o P E2 K7 JE (xeroderma pigmentosum: XP), I
7 A4 VHEEH#E (Cockayne syndrome: CS) O J& [A i
BT EY ORI, BRI & RS MERE B REA B
(UV-sensitive syndrome groupA: UV'S/A) Ji [Kl & n
Dra—=r 7, ThHIIREE D OBEDTTFH
REOMBHTIZ BT HMETE L LICER e HITHZ &
T &7z XPF R UVSA LT 2 x 8T
BERTEDLLHIZLw,

E. &%

XPA. XPD. DDB2 (XPE)., CSB O 7 # #% it
BHS2IZL, XPRCSDRKMBHIZEBRL 720 F
7z, TC-NER (ZB85-9 5 KA D UV'S/A # (Kps3 &
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1)

3)

4)

7)

Li Jing Tan, Masafumi Saijo, Isao Kuraoka,
Takashi Narita and Kiyoji Tanaka. Xeroderma pig-
mentosum group F proteinbinds to Eg5 and func-
tions in mitosis: Implication for XP-F. Submitted,
2011

Ashild K. Andreassen, Inger-Lise Steffensen, Ann-
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matogenesisis not impaired in a nucleotide excision
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neonatal mutagen. International Journal of Androl-
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