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27 LA F FERFEHEBERE (NER) 1X, DNABBBEOTE LY AT LD—2TH Y,
ZOMIRIRKIBIL, € PTIEIBVARELZES BEELGEBORKNE 2 5. KIIKE S
1344E, NER 23K L7 EERETH 5, R/ EERZHERE (UVSS) o#Fi#
FL#EL T & LT UVSSA (KIAA1530) % E L7z, UVSSIENER DH TR = 4 TH
5HEE % NER (TC-NER) PEEICKBL TS 00, FORKGIImD TEM (H
FEMBUER, LA ZEDNTEREORMFIER) THY, BHEFAREERNE SN L
WEWI) R E DD, SRR 0K R, Ot DNA BT T L L 72 RNA R 1) A
I —E¥ DY FF L5 & DNA IBIEIE DO HEFTIZ UVSSA 7 V82 ESWHTH ),
UV'S BBEMIECIE, SA/MRIBAIC X D DNA BEAHE X 1L RNA R A 5 — B D3 ED

e M RE B TR F UVSSA O FHEREREIRT

77—1,2,
B =

FRZ W ORE R, 1995 FICHEARFOINRESITLD
UV'S & &Y, $RAE, 1981 4R ICAFE T & N7z
PINRADOEHETH B LRI N, UVS BE T,

Ve 6 HEET R, HERNZ HRETM~DY 3, £
A9 (R o, FIA4AFy, BMILE QLR
FnR oG, FROASEOBMEERETH D, FITK
Faar o #8444 (ultra violet: UV) 12X WL B, Y71
7y MEY IV Y8k (CPD) %, 6-4 LY (6-4PP)
FON: DNA B OREBEEZITH) T LB TELWVADIT
HGBBUE % FIET 5. DNA BEKENOBEERED
9%, DNABHOBEIKRIET S S DIZ, BREEZE
JE (xeroderma pigmentosum: XP) X 347 £ VIEMEHRE (Cock-
ayne syndrome: CS) 2851 51T 5", XP X CS Tl FII,
HDNA G Z X LY, BREEARFETHLIX VY dEL
¥ (BaP) %, EMOMLBRETELLTLFVT I/ T
VAL ¥ (AAF) 7% EOIFFICIA A L2 o DNA
%2 &, DNA O VARREEZALZ M) BB L2 &Sk
BEOX 7 VAF FEBRELTBIET S, X7 LT FkE
1B A% (nucleotide excision repair: NER) A3 /K#H L T\
%°. NER 13 DNA BEEME O H T 5 & S PR R W E
WHBHEHY AT A THY, XPR CS Tld NER DHERETEL
% b 72 5§ HEE KB 5 (XPA-XPG/ERCC1/TTDA/CSA/
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CSB) &, TOEROFFIZIE LT, RILEVERARZ b
T A% RT. FEIC, XP T SA Z1E 9 B ER % 45
MEd 5. 7, CSTIXDNABEXKEOMIZ, ML
EFRBIETEGEDHEINL 20, HHBBEOMmIZD,
FABARRER, KRR, BEIR, EREESOSHED
WEELFEEZRTEEZONTVWS, THICX LT,
UV'S OFREBIIMD TEMTH D, HIGBBUE L £k
K3 % B O 2 ERRZALICHE &, XP X CS TH
BEIND, BREFARLEEMEOREERERIRE v,
UVSS 1213 5 B AT #1257 1M 24 3 % UV'S/CS-A,
UVSS/CS-B, UVSS-A D=2 MHEHEI MO TEY,
HAN 6 EF Z GAF R TIn T TIcdR &b 8HER
HHE SN TV, @ LZHRANOEFPICH SN
UVS BEZER (UVSS-AIZEB) o7 ) VEHEDSHE
KN EBOHEFAME I AL ATH 55,
HWHE UV'S BBV BEDS, ZEREZH LRI
W IT FIZERE OB D A TH V), BIETHAE, M
@ DNA BB 12 X D HEEZIICE > TV 2R WBTEN
ZEB), F 72 CSA/CSB/UVSSA UAMIZ b RO FEAL#E =
T/ EAERDPGAET 2 WRESEZ DS, I, KE
DIREDVEFNT 2, KFVBADFKIEDS LS N VEED
XPIZBWTIE, BREIZIE UVSS & D82 A5 T
HbH., ZOD, BIEXP, HDHWVIEIXPLOZWIZEDS
HTWEREXP O HO—EKIX UV'S OFHREMETICER

7/ L2 ETHINER
Global Genome NER (GG-NER)

(Efez %8s % H3w

EHTHUREAREINS. EEIZ, BHO UVS D2
JEBNE, BHIE XP & DF liﬁfaﬁ)ot#, B2 UVSS BT
ERBHEE SN TR,

XP, CS, UV’S TKRIEMR 51 2 NER ki, DNAH
BOFBOTIZE 5T, ZODNAT oA IZHHENS
(R 1). %% EICHET 5 DNA #551E, 7/ A DNA
BRI Do THET D05, ThOE2BETL2O0ET )
L 545 (global genome NER: GG-NER) 2 T& 4. GG-NER
T, XPOBEHBEETFD—2>TH5HXPE ’2—FT 5
DDB2 % ¥ /%7 % % &t UV-DDB &K, B L B0 XP
FEHRET-TH B XPC ¥ 87 BHAEKSIZ X o TEIH
DNA 253 sN 5., TNICHLT, 39 —D2D/8X
7 AL, BIEEHRO A Y2V ¥ —RNA (mRNA) ~
DREGH A T FURZ R WICBET 5, 5L RIEHE
(transcription-coupled NER: TC-NER) T & 5. TC-NER
Tl, DNA BRI CEIL LzizEh o) Y ER{E RNA R
) A5 —¥ Ilo (RNA polllo) %, TC-NER |[Zfi& D CSH
ERFTH 5 CSABEIKR/CSB EARDR#THZ LT
BEBS2SBAE S LB, RNA polllo 13, FREEFTH S —
RGICIREES I Ny 7 v I 9 F 7)), ZO%DNAA
BokE, BEEOHRMREZILEEZLNTWS. GG-
NER & TC-NER T3 HEGEFRBIES R R 525, £k
TFIH W EHRIC L 2B EIEEHEOSB XKL &, XPF/
ERCC1 &1k (5), XPG (3) OZD>DL Y FX 7 LT —

ESERBELTEHINER
Transcription Coupled NER (TC-NER)

UV-DDB (XPE RNA R AZ—H
RB ORI ( ) \
XPC-HR23B- centrln! i: ! CSA
CSB
TFIl , XPD, TTD-A)
2AR$DNADEEEREL
XPA
ERCC1-XPF PG

RGSEOYYHL

RFC. I\

PCNA TTTTTTITTTT
DNAEES R

DNARYAS—E

DNASHDEES DNA YH—+

1 X7 V45 FEEFIBEEN (GG-NER/TC-NER) DHENE
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PIZL 2B E, BEDNAEBK, =v 7 OEEOE
[ —HOBEIS D HEITT 5.

UV'S Tl&, CS & [HkIC TC-NER #4## (2 X %% DNA 8
BOBEBEIEEICRELTEY, ML XL Tldcs
T —DFRBEAIZIRT. UVSS & CS D EEH KR M
JElZBWTid, TC-NER {EHOEETH 5, RIVEEGEER
@ RNA £ % Il 18 € (recovery of RNA synthesis: RRS) O
KT &, LRI L TORBRZEIBIZEINLYY. TC-
NER #$## (& TFIH 2 X 2 M Oz G fil58 &, DNA A5 R
@ mRNA 5 OB L FFHICUHETH S, 2Dz, TC-
NER RIEBVEORBIZCS 2 IELHE LT, FMoEER
WREZRT. LALARd S, UVSS B TIHERM AR MRS
ERTORTHY, MHEOFIFIZHRE L, UV'S KR
T OB HTIE TC-NER 2511k & £ O KIHIZ X % i kg
DHFMIZKRELFET B EER LN, HEERETO O—
SV THEBE IR TV,

2. UVSEMEEEFOI/O—-=7T

UV'S DEEAIO =2 OMHIERED 9 B, 2004 IR D
BAZFERPRKRFOHPRARSIZL ) FE S,
COERIFHERBEN LI, CSELHEETO—-DOTH S,
CSB (ERCC6) O N ¥ — FHIHIZHFLLEL, CSB ¥ ~
NI BORBIPTEEIKREBTAEREDA My T4 VIR
(p.Arg77% (77T FHOT7 NV F = U231k a F v IicE{bs
5, UTHE) Tho"., 20, 15 7ESHZERHT
CNR @ Miria Stefanini 5%, % 9 —2® CS HE#EET T
H5, CSA (ERCCS) O CEMWia— FHFIBIZKED I A
v AR (p.Trp361Cys) & FHEL72Y. UVSS I, Z
DO OMFVERELANC S, MR G BRI X D B o AHH
BHETH B UVS-ADBMONT W ZOEMLEMET
UVSSA (KIAA1530) &, 2012 E12E A D7V —T %
G, AT VT EAARDITI V- TIZEYVAES R
Jelen e B, WAEFE TIC UVSSA BIE T ICER % Ho
CS FEFIDOEE 1L %\,

UV'S-A OELERFEICHZY, A OMIET NV —T
T, MAEBERICZ Y, BAN 2 RS (Kps3 & XP24KO)
WZoWTH 7 NET R FER L7 (B2). &5 BRI
IOHMLTY ) LADNAY YTV, TYLY - 52
Ja Y —%Ld SureSelect ¥ —7 v bV v F AV MV A
7 2 (human all exon 44M hgl8) %ML T, &xF vV
FIR DB E AT - 72, BT~ 7V PCRIC X 5 HIED
#%, ANVIFHOXRINS ) LY —4 V¥ — GAIIx ¥ A
FAZEY, BHF T VIZOVWTIL =, T5bp, RT
IV FY — FOSBTERYIEN 2B L7, W 7L
I, 7F VT AF v 7@ L7z —FEARA M=%
#7,000 5 — F, @RI B X E5Gbp &S
N, T0OI3H97% 2 b7 Ay ¥ v FEn.
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T/, BV—=FDH B 90% B KNI~y ¥y rah,
BRAIIZIET Y > T &I, ¥ =4y MEBICH 2 Gbp
By ¥rrani, £a— FEBRY, £1FV A4
Y ay OBRENICHFE T 5 1IEEERZ R (single
nucleotide variants: SNVs) &3 AEHEZER  (insertion/ dele-
tions: indels) DX, BLZF9~12 HErTH o7z, 2
N5 D SNVs/indels (2DWT, 73/ BEHREIREL RS
MRNA R 754 3 Vv VP REZG| SR T4 EOBETH
BEOELRBZTFUMENLLODI B, /37 v 7 ROAL U
TADT —F R=AIZEFEDB VL DET A NVF—IZLD
BIRL-EZA, BH ¥ TNITDOWTH 250 DZEEEDST 4
WE—%NA LT, TNOOREREMERD S DERDS
L, HZHWBIEHOETVICERT 57— A1, WH 7w
BT 20 UEAFTHB L. TALOBETIZOWTIY
YINVITOF —N=F Tl AH, 7272—D20D
BI5T KIAA1530 DSR2 %2> 72, KIAA1530 & fnT- 13 ke
KHDZ 7 Eea—-FLTEBY, —HOBRERITOR%
{2, HUGO Gene Nomenclature Committee (HGNC) & @ T
oD 1T, UVSSA (UV-specific scaffold protein A: UVSSA)
L 3hi,

UVSSA T3, 4FRMOAR4p16.3127y 73N, &
E4 ko 0B U o XY 235 Fh, 709D 7
IO LB s HEeI—FLTWw7, UVSS-AM
MRS E EN B A ERNCOWT, Sanger V=T v U7
2 & D UVSSA & 1nT 04 3 — FHEBOBRYIENT %17 -
7o, TORER, HEN 2 55% 346 (Kps3, Kps2, XP24KO)
IZ2WT, TF VY 3ICTFY— AR CTHESIN/ KT
D pLys123* BEPHERIN, T4 AT TNV D 1 EH]
UVSS24TA 12D\ T, TF Y ¥ 212K E D p.lle31Phefs %9
BIFHOAVOA Y VBT 2o VT FZVIZBLL, #
DIFRIEBTTIL—L YT MIEAMIET FUPRET
%) BEIBFZEINZ, TS0 UVS-A ERH AL
OnWT, HlHEoOY 2 X5 7 ay X5 UVSSA
T VNI ERBRN H AT o728 2 A, W ANHEMB T
13, %80 kDa ¥ifE1C UVSSA ¥ 287 Bk DN Y FHS
RSN, UVSS-AEFIH M TIEEHAIRD SN 4
Moz, EBHIZ, XP24KO & F—MMMERH L L it o
o7z, HARAEGH R D XP70TO 12D\ T EA#RHT %
ol s, TFY ¥ 212K FED p.Cys32Arg % BT
FHENTz. XP70TO TIHEK LX)V T UVSSA 7 V37 EHD
BHDHER S NT-.

HWIZIMABEARIZ 2V 4 RO UVSEFIZDWT, [H
—BETWCRLBLA N TTFA Y /7 V=037 NERS
MRS N2 &h s, FlEH ML L NV TORGE % Ehi
L7 (B3). IhFEToHRET, UVSSERIH LML TIX
GG-NER {512 1IEH T % 2%, TC-NER 2352 4I2RE L T
WBZEARENTWS., 2Dz, UVSS BHIEHT D&
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a
Kps3 XP24KO
YI7L U AERGLHELS] 91,334 114,293
T/ BBREDAN\VEEBELTILEHIER 7,488 7,211
T—HA—2RSNP131, 1000A 45/ L, RIGKZRIEEDT—ER—RBHROLVER #FHHROER) 263 243
HEE#ETFIES 1 (KIAA1530/UVSSA)
b Kps3uvssaic.367AST
n
ACCACCCGGGCCGT : :H AGAAGCTTGCC
IIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIII
T T R A V E G W N E K F A L AL
C
mEA UVSS24TA XP70TO
29 31 32 exon 3 p.lle31Phefs*9 exon 3 p.Cys32Arg exon 3
Iﬁlllllilllllil ESSEEQL intron 2 ILIILIILI F A fSLQRSS* intron 2 ILI KE E I R ,‘KSSEEQL intron 2

L . | i Sppe— L L —
CTGAAGAARATTCGCAAgtatgtcttagggttca

A fﬂ'{\ﬂﬂ I mﬁi,w\ 'l

CTGAAGAAAATTTGCAAgtatgtcttagggttca CTGAAAAAATTTGCMgt atgtcttagggttca

L, Lt

A A AN A

’mEA XP24KO Kps3 Kps2
123 p.Lys123* p.Lys123* p.Lys123*
N E K F G E * F G N E * F G N E * F G
i i Farararr i
AATGAGAAGTTTGGG AATGAGTAGTTTGGG ARTGAGTAGTTTGGG AATGAGTAGTTTGGG

JﬂA A AW J\M

| A Al lud

ﬂﬂ th m“dlllhﬁﬂm

Jll.lﬂ n"j N“Vﬁ”"ﬂ'\/\

e
Ale31Phefs*
D itz UVSSA (40.7kb)
12 3 4 5 67 8 910 11 12 13 14
=+ I H H—+ ]
p-Cys32Arg ORF end
ORF start
f NLS1 NL52
mn m
709
Hs UVSSA VHS ] I DUF2043 I 2 UV'S-A BAL#{ET UVSSA Dy u—=> 7
. R &0s €836 (@) HAN 2 5EH Kps3 & XP24KO D4 T % v — A JRHT
12 & % UVSSA Iz T omEERE, b Xitr /s &
g @ Y=y —TOT ) NENEE. Kps3 7/ AHFTO
£ < o g UVSSAZRZ &L ) — FOox v €Y 7 ofkT, (©
M 8 8 Sanger ¥ — %7 ¥ ¥ ¥ 7T X % UV'S24TA & XP70TO #i
= g g g BId o UVSSA HEEL RO E, (d) Sanger ¥ —7 » ¥
s §3;88¢8¢ ¥ 72 & B Kps3/Kps2, XP24KO #EH i1 UVSSA HAT:

EROFE, () UVSSA AT / A HTE o Bk, ()
UVSSA ¥ ¥ 8 7 B oW, (o EAB IV
UVSS-A SEBI AL To UVSSA 7 ¥ 787 B O5H.
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160

140 T

120 T

100 |
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60 |

B

40 }

20 t

o & w &
RN

> &
& &
NS

o p » > B b o
(SSRGS B G =< N RN - s A LR -
& & R A RN P SO

48BR Kps3

Kps2

XP24KO  XP70TO CS2AW CS10L0

nacylcl UVS-A

CS-A Cs-B

3 RIMERIREI T2 O RNA BRI 1T UVSSA BIET- 2503 TH S
(a) UVSS-A 51 HSRAINE 25 A SRAIIE & 7] L X)L O GG-NER {fith 279, (b) UVSS-A FEHIH H
JalZ TC-NER {EHEAKIE L TWA, UVSSA BIn T2 BB ITEL U FIANVA BRI 5T L TIEF L

~)V F T TC-NER {EMEDSHE T 5.

flilcd»7=0, IEH 7% UVSSA BT % I — N3 2% cDNA &
FHHTDHL I FIOANVAEERL, Thz UV'S-ASERIH
FMML I K Ye S & 72, RRS GO RO RS W % FHI
T5IETORIEDTRETH S, 74V AEGe 48 BFH 14
12, MRIZ10)/m O8N HERF L, 20 12KEHMED
RNA &R IIERE & Miat L7z, EBRICIZ, 4 OFRET
B L7z, o fili i 7 DNA S8 G M o 3 Hal % v
720w = Y, S E TREHERAM TE E W T
Fhi & T 72 DNA B8 A HER (unscheduled DNA syn-
thesis: UDS) &, RNA & fEHE (RRS) I22WT, UDS
DOFIIZIE, DNARIERKE LTFI Vv FEKRTH LT
FoIVTFEF ) Vv (ethynyldeoxyuridine: EdU) %,

RRS OFHiilZiZ, RNARIBREKTHZ 7 ) ¥ v 0FERL

LCTF =) 1) V> (ethynyluridine: EU) ZFIHL, Z
O Y AAHE, Click 7 2 A M) — CRAZ VY 7AW
@ Barry Sharples 2338M 3 %, 74 AF Y ez FH L7z
S Z W2 TV v /7 Y FAEIMBRALRIESIC X % fif H
POREREAEARE) I2X % EdU, EU & 36 Alexa 7
VREDA YT VIRG, SHICHBMRA A=Y T
BEEZ AN ZRIRFABLEZTiEE L2 DTH S, T
NRTO UVSS FEBIH ML IZ BT, BFER UVSSA O 4
EDNAR2I—FTBYA4 VAZRRLEEESHI LT, RRS
D 100% EEDTER Sz, ORI, CSHEFIH K OM
o (CS-A/CS-B MI#liTE#E) 12 UVSSA #FH S &7-54,

& B\ IE UVSS HE B R AMTIE IZ CSA, CSB @ cDNA % 3§
H2E24A10, RREO[\FIZRON G722 &
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Ak & G &Y 3 &
O v 'b f\ P e o 4©
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1 163 495 605 709
VHS DUF2043
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o y X &
e o A
¢ & A & Ty " w
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&y Ay T b e F P
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v S & &
%\,\ro P, @4\3 & 6*‘ %Q & h@ ,\« ' E P & . &
& &P $
&S % & Q,éuqﬁ?@q ¢

€ +"5°r§> ¥ P ’\“@&*Q@y S

,p
\;L— Ch

X4 UVSSA ¥ > /87 B OERE B X A4 VM

(a) TEFF & STAMI-VHS KA £ v OiEfiEE. 2¥FF O M4 FHA vaf v r5kIEE STAMI-VHS KX £ ~? 26
FHMNY V7 7 YEREDSHENENT 5. (b) XP70TO SER] THERE S N7z Cys32Arg BH A XA —/8— 4 Y R—Z L 7. (o)
UVSSA 7 3/ RIBIAFRA—E (TH TR LERMBRIIHERELLERA). (A UVSSA 7 X/ REIRERAEIH Y 4 L RIZ X
% RRS MAiTEERER. VHS F A A » o 3 BHZERAKT RRS AR SN,
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a wjo UV
CL IP: @t-V5
&
4 4 % 4
& _ o 2 s
@o“ ¢b’y & é‘é' Q.'Ky v ‘-.)

p62

cdk? >100

MAT1

cyclin H

ERCCE

XAB2

XPG |g-‘-

1 2 3 4 5 6

X5 UVSSA ¥ /%28 & TC-NER R DM HEAH

=
[=%

139
b W 10ym? 1h

CcL IP: ct-\'5 ~
~
,@@'

N S S G S

& @ S & & [« \

v L— L

XPB

XPD

p62

cdk?

MAT1

cyclin H

ERCC6

XAB2

XPG

(a) SHVRIBE QML T, B4R, VHS F A4 ¥ Cys32Arg 7 3/ BB 28 SAKIE S 16 #2 2 0 58 © TFIH B A 1K,
CSB # v 37 EMEMT 5. (b) HHYRIBEEICIE, Cys32Arg ZRATIIMEMEA ORI R SN 2.

5, UV'S-A & CSIZ[H U TC-NER DRI TH ) % H 5,
HOWICERMIC S 5 FRIENIC A —N—F v T2 HF L%
DBOLHMICRLZL 7O AICHEG L TWAE I ENERS
n7z. DEoRREH 5T, UVS-A MR O Tl
T-HS KIAA1530/UVSSA T&H 5 LiEHH S L7z,

3. UVSSA D% FHEBEmER

UV'S & CSICHi§ 2 HAEBERTFEW TH % CSA,
CSB # 737 %1%, TC-NER O B#ERIG IS E 2 58 % 5
L TWDLZ LIIHENTH DD, TO5THEOFEME—
EHOWH R 2 58 oo TIRER & U ORI 2 A% .
STEHIE D —>2 L LT, CSB % ¥ 287 HHEAKD
DNA & =} 727 a~F VA~ CSA ¥ VXN B G
R dFE L, CSA Y V87 BHMARICNET 5 E3 L ¥
F ) F—EHEIC L > T, DNABGEFIcEIELTW
LZRNARYAS—EOTUaLI vy ZEIFHILIZED,
TC-NER St % #7885 Z LB RIBEI N Tn DY,

UVSSA #1zT1%, BB 8287 730 — LM
PERE LWV, BRERNOY U7k a—FL T
BS, T X ERREERT O R, NKE1~163 7 IV BO
FEIRIC VHS (Vps-27, Hrs and STAM) F X A4 ¥, C Kii$
B3RO UVSSA 7 ¥ 87 B e OB TR ARES

nCTw5, HREERA® DUF2043 (domain of unknown func-
tion 2043) AHEFR SN (M2/BK4). /2, C K, W
PRI =D DEBAT > 7 F )V (nuclear localisation signal:
NLS1, NLS2) 25fF 7 L, $JLUVSSAHL R & & 7+
UVSSA % Y87 BOHEOGHRBEGAOI X W BRIESZ R T
CEPHO R E R, TRBREEN A M Y ORT KR
AT 57201 UVSSA EA by 37 Ba T %
cDNA Z/EB L, UV’S EF H kM1 A L C RRS #H#f
PR Z ER L7225, VHS KX 1 >, DUF2043 D &
5o —T R\ 7 U8y I BEEREE AT A &
MHERR S N7z, EHIT, MBS MBI THRFEOE
73 WL 2 HWITIC oW T RIS RAKEERL, Fh
S5ORRSIEHZHEL/2E T A, VHS FAAL YHREDO=
DONZER (C32R, WI20A, RI57E|K158E|R159E) T RRS
OREVBRERONI:, ZOMOERIZD W TITHER
UVSSA # V87 L ABREDOEETH -7z, Doz &
A5, UVSSA ¥ V87 BEOMREIC VHS F X 4 VASEE L
BEE R LTVWDL I EIREENT. VHS FA L V%
Howd 200 v 7 EIZonTlE, ¥ F VA
EAERESNTBY, FFiCe b STAML ¥ ¥ 7327 B @ VHS
FX AL 2200w TIE, X F ¥ & OISR I3
TLMENRH L., ZOHRT, & STAMI-VHS F X 4 ¥
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a IEX iR UVFS-A
48BR 1BR Kps3 XP24KO UNES24TA XP70TO
0 2 4 &6 0 2 4 6 0 2 4 & 0 2 4 6 0 2 4 6 0 2 4 6 BFEE 0MKNC
g— o o8 ]polllo{ﬁﬁﬂ-!]
PO 11 (H5) | Nl e s | | s g | | e s s | [ e — e | |- — _f_pnmoﬁggg
- polllo -1)

1 5 6 7 8 9 10 11 12 13 14 15 16 17 8 19 20 21 22 23 24

2 3 a4
cs-A Cs-B
CS2AW C510L0
0 2 4 & 0 2 4 6 BFME#E0/mUC
]poluoilﬁﬁiﬁ-s}
pol 11 (H5) —___—polilo (IE#E-2)
et e || et e e o (EAFE )

XPB |——-| |--{
x5 2% 29 30 31 B2

27 28

b CL IP: a-HisX6 c cL IP: a-V5
+ + + + 104mP L
+ + + 100/ UNC
HisX6-1E FF + -+ V5-UVSSA
1 — polilo (TEFF k)
polilo (1E FF1k) —'pallllo
—pollla
pol Il (H5) _—polllo
- pol 11 {N20)
polilo (LE FF214k)
2= —polllo (AEFF k)
pol Il (H5) i S
SRR —polllo e
1 2 3 4
pol 11 {N20) &
FESR TS
d YT
UVSSA (VS) " > )
XPB o —
1 2 3 4

X6 45 DNA 88512 & 5 RNA polllo D1 ¥ & F ¥ {L 5

(a) UVSS-A SEBIHT AL TI1Z, ARSI 1C RNA polllo @1V & F LA R S ¥, A4 L Twab. (b) his2 ¥
FFURBHE» SO TNV T 2L Y, SBARBE O RNA polllo DE ST REMANDNY K 7 bR EFF LBEHITH
52 EDHERENS. () UVSSA ¥ v /37 Hi, 2 FF V{LL7-RNA polllo & AT 5. RIMRBEHBZEOT VT v b
UVSSA ¥ Y X7 H & TIVEYT v § 5 LI FF L RNA polllo DiRAMEAFER I NS.

D26FHDO M) T N7 7 VERENLIEFF D UFHD
AvaAd Y VBREEHEEHT A2 LARIN TS,

UVSSA 12X} LT, STAMI-VHS F X A ¥ #& B i % 5 1
LR T 24T 5 72 & 2 A, UVSS SEH (XP70TO)
THONSZUVSSA Y VN7 HED7 I ) BERE R
p.Cys32Arg i3, STAMI-VHS KX A4 v ®D 26 FHD b1 7
b7 UvRENEIND2AY vy 7 RAEMHUT S
UVSSA ® 02-~NY v 7 AHDOT I JRICAELTEY, £
DR, VHS-F A A 22V FF Y OMEMEHIHES

N REMEATRIZ S 7z,

UVSSA % ¥ /%27 % & Ao TC-NER 2 B5-3 % &7 [K 1-
OMEAEHZRAE LA, TFIHEAK O ZF KW T
(XPB, XPD, p62), ¥4 7V MAEMF F — Bis L+
F—<+ (cyclin dependent kinase activating kinase: CAK) @
%MK ¥ (MATL, ¥4 1) ¥ H, CDK7), & 5IZCSB %
YR EOMEERANHR I N (B5). Zhb TC-
NER Jf- & OMEAEH OFLEE TP AR UVSSA & ¥ 787 5
TIZEINBBGEOH BRI L 2 d o 7245, UVSSHERIT
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Kps3 Kps3 + wt UVSSA 48BR
o 2 4 6 0 2 4 6 0 2 4 ¢ KEEWOQmHN

polllo (LE FF2-1k-3)
— polllo (IEEE!-2)
~ polllo ({5 F5-1)

—
pol Il (HS) | = i W e S e - -

b = ! } ]polllo (LEFF1E-3)
— pollle

pol Il (N20) — polila

polilo (LE FF21E-3)

— — . -— R — —__—polllo (IEEE-2)
ool I (N20) . ' . " "! B === olilo (1B 7 2-1)
— pollla

short exposure

UVSSA (V5) — . -

XPE | —————————— -

1 2 3 4 5 6 7 8 9 10 11 12

b Kps3 Kps3
Kps3 +wt UVSSA +UVSSA C32R
0 2 4 6 0 2 4 6 0 2 4 6 EH#E0/MmUKC
n— . polllo (LE FF11k-3)
Polll(HS) | T e s e == Polllo (EX T2
polllo ({E5#F5-1)
UVSSA (V5) e e L D B e
XPB — —

1 2 3 4 5 6 7 8 9 10 11 12

7 RNA polllo D1V FF LB IZI1Z UVSSA @ VHS F A A Y HWLETH B

(a) BPAM UVSSA BIZF2RBTHL Y F I A NV ADOBESIZ LY, UVS-A FEGIHI kM TD
SRAMERIB 12 0 RNA polllo DRIl S, € FF VMLBHia mET 5. (b) VHS KA A
¥ Cys32Arg ZFRARDFEH TIL RNA polllo L ¥ FF VLD REIZ R Sz,

TERE S N7z p.Cys32Arg BR % FHDOE L UVSSA ¥ v /37 L:F%é%@%# WZOWTREWITET A HELH D,

BTk, SRR ICHEIER ORISR S N, THHEBORMAH 2P, ZZTHAIX, UVSIERIHR
UVSSA ¥ Y )XVl avxF Mty V37 B L DA MG DNA 845 LB % 0 RNA polllo @ 1. ¥ ¥ F » fLik
ERAS TC-NER RUBICEZE 2R E 2 R LTwb &z, RROFE%EIT-72 (R 6). RNA Polll Dig K7 2=v |

20y =y &L TG HETTH O RNA polllo I27EH L RBP1 ® C k¥ K 2 4 ~ (CTD) 2%, iRz dmo
7z. RNA polllo i%, M DEEE, @ 5\ 3 DNA G R L KAE 7 X 7 BEELS (Tyr'-Ser’-Pro™-Thr'-Ser’-Pro’-Ser’) 7* &

W) BEBEOMEREICE > T2 FF U LEZITH I & BBNTIRTF EHPHELEL, CTDHOX) VRN
PHISN TV B, RNA polllo DL E FF VLIZB 5T 5% VERALIREEDS, BEORE (714 M, ﬁﬁ@ﬁﬁﬁﬁ, [TEA
IEFFVES) A —EIZZ L 2r0@mENDH Y, CS DHEAT) 1T U TEALT 5. #5555 O BRIEC
BNy v o8y B x & T CSAH A 1K, BRCA1/BARDI, DX UFRIE (Ser5) #F TFIH-CAK # & 18D CDK7 2 X
NEDD4 %2 EHH HNTWB A, EDE3 Y 7—E¥HRRIE DY VB LEN, FOBOTO LY T REGMERIE O
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(a) DNAIBIE SR TORNAKR) AS—E DELL

RNApolllo  g——
(9) USPsl=k3EXF 80D
DR LE
P
..

’—..\
_

®
RNApolilo  y— FNApolllo: ——— ANApolllc g—
(e) CSHEA B TORNARY AS—HE D (b) CSHEAKEUVSSADIBIAERIZLD (h) FEEE / ANARY AS—E O R HHE/
aAELFUE RNARY AS—EDFEERIEXF 4L EEREE

| 4
] @D

®
——  RNApolllo

[ ] TFIS

®
g ﬂ & () RNATKY AS—H D/ 97 b5 (F8)
RNA polllo Y

«

A 4
: -
() KB / RNAKY A5—E DRB15 8 / ® uw
EEREE

—  RNApolilo

—

(d) E¥7ZDNAISHE / SEEDEE

8 UVSSA I & % RNA polllo ® 71+t ¥ > 7 & TC-NER 451 Ft

(a) RNA polllo 34584 (1fll) |Z DNA #865 (WD) 2775 T % &4581k9 5. (b) 151k L 72 polllo & CS % ¥ 737 A (CScom)
L UVSSAIZXY, RYLEFF LBz 2 5. (¢) 156 27z polllo 1& TFIIS DIERICE D Ny 7 F S v F v 785 2 LT,
NER 9] 9 i USSAHEFT T 5. (d) BENSE T 5 & polllo 12 X 5 mRNA OIEEHFMT 5. (e) polllo DR ¥ FF VLiZid
REMERGEMPEIET D 25N, UVSSA DML LAY FF LIZ X o Tpolllo X5 EN 5. () UVSS-ASEFITIZ
DORIBAZEN T %55, BT CHEE L7z polllo IX45fF S, 7/ A &ko NER ###12 X ) DNA #1355 s 5. (h) CS
BETIE, polllo DM 2 IEICL Y, BESENBHESNSL L TEEAMELTISEI T LIRBINS.

BT2HEHO LY V& (Ser2) 258 612 YEfbsh By aMlaz w27y YHEERIZE D), RNA polllo
5. ) VAL Ser2 & BRI GRS % H5 ulk % i H DI FF LBHITH D 2 L DR SN2, UVSS FEHI
L, BE5% RNA polll (RNA polllo) D &HitkEE % f-X72 HEDMILIOWTHER L2 2 A, 2D FF VLB
LA, fE NHRMINLTdH % 48BR Tld, %441 DNA filCHERT AN Ny 7 VdR O a7z T2, LI
TR LELEE 12 RNA polllo D H 45T 2MA~D/NY B3 7 b DOMEICH H B A, CS-A, CS-BIEFIHKMILTS L+
BB ENZ, TONYFY 7 ME, HissLEFF %25 F LB S v, BREWZ 212, UVSESIH
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KM T, BILHRST 7 1 RNA polllo O 73 12 FH K5
HEEZONBEGTEANDNY N7 FHBEHEI N
ZOBEGTRINY F U7 M, BE ANBEKMR CS fER)
HRA CIIMER SN o 22 L0 5, UVSS SERH sk
AN 2 RIS EEZ BND,. 22T, & 518
IG5 D UVSSA ¥ » 7% 7 2 & RNA polllo & O M H A H
BTNV YEBRICEDAERL/ZE A, UVSSA LA
YEFH$ % RNA polllo 13 ¥ 3 F VLB L 72 d A%k
ENTWBZENHS IR o 72, UVSS AEF H Sl i
T, SIS 12 RNA polllo DL ¥ & F 2 ALK AT
bITIH % 2T 2 BIGA%, UVSSA OKARITEKT %
L BMERRT A 72T, UVSSE B HH kMR 12 B A A
UVSSA # 8B T 504 VAR B EE/-L T A, 2EF
F LB A EE L, polllo DD MK S (K7).
F 72, VHS F A A4 ¥ ® Cys32Arg ZH UVSSA # BB S ¢
AL, 2R T LB RIELZ-EETH D,
polllo ® 73 L Efl s e o7z, UMb Z &Eh b,
UVSSA # 737 B %, DNA BBEHEHT TFIL L 72 RNA K
VXA —¥D2EFF MLBEIIZLETH Y, O RNA
polllo L FF L MLIZ X 5 T, TC-NER LAl S h
TWwa EEZz b7

4. UVSSA (Z& % RNA polllo 1E F F {LigsH &
FLWMERET L

ZMNF T, TC-NER Ut DBIHIE CSA/CSB A KIZ &
DI NTWD EEZ BNTEZD, UVSS-A MR
HHEEEFOZ7O—= v 7L UVSSA ¥ ¥ 87 D4 1-#%
REfRNT D54, DNA G T T 1k L 72 RNA polllo @ 7
Tt Y7 IZid CSA/CSB % v 8 7 B Az, UVSSA ¥
ORI TH AT EVHLMIENT, INHOHR
FIZHEDOWT, TC-NER DIEHH 2 £ L 7 (K 8).
DNA 845 & iF ¢4 1k L 72 RNA polllo 1, CS ¥ ¥ 7% 27
BEMRE UVSSA DFEHICE D, Ry v xF Lisfiz
ZF 5. OB 7z polllo (& TFIIH %Y 7 V— + L,
ANYH—EEEICEBBERLE, TFUSOEHIZLD
Ny NTyxRyr (FilE) Sz Z&T, NERYD I
LIS DS AT 5. IAEIITABEAYSE T 5 & polllo 12 &
% mRNA DEEENFHET A EE 25N 5. polllo DL Y
FF MU RER E R EEMBPGAET L EEZ N, Bl
B ClX, 2ot bna2CFF LBiilcOWTd, L
XSV EIY N —LIIRESN TR, H25VIiH
3% 5. UVSSA DIEH# B L T5 28 FF LI,
polllo % % & M3 % Z & T TC-NER Kt % it i 3
bH. —HT, UVSSAZG L w2 FxF UMUiZL - T
polllo I¥ 73R XN 5. UVSS-AJERITIZZ O KInA KR
THDHH, BEEFTCELL L7 polllo 345 Eh, 7/ A4
£1K? NER HEHEIC & ) DNA I BHE S5, CSHER]
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TlX, TCNER # RH#ET 2L EM R FF 1ML D,
polllo % 7M#I\Z#HE T 5 CS A HRESF DL X5 L
DALV DIZ, polllo DFFFL R EIENFHAL, Th
WX VIS RHHHESNS, BEOHEIZT R b—2
AeHELEELHRBEIZRITILIRBEINS.
U EDEENDS, UVSS-A & CS OIREED EERE D E W IZ
1, polllo DY FF LIBHT DIREE & f2 G FHE DRI
JOVHEENTVBEEZ LI ENWRTDH S, 51,
UVSSA/CS HERD 53 % TC-NER BH4H KIS O 58 2
TENT AT & & C, CS HOEE 2IERE /R T iR G R IR
BOBMNE, 50BN EEOBEMFORMBIIOLLS
LRI NS.
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