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EBHEDIEINMNIDHE OANERIEL L DNA BEZ2FIERZT. ZEAEE
HEBIIERIC A DNA 2YHT5. ERATHD AT IF 3. DNA #FH
BEHDNIENEFEFIEEIT. ANBETH X, S22 DNA BEMNDL
5N5, REEY THIBEMBRICLVEESCX I VI FRIZBATHREEZZITT
W3, E FOHBETEI—E—HRE4Y=0D—FECT) CEENREL THE, Ih
50 DNABEZEETAEDICE NME., <O DNA BE#EZ2FE>TWS (F 1.
DNA #EBEIX. BESNRITNERAEREZFERL. DNA HEZHEETLS I EICX
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FICHEREREER2ERITZIENTET, ZOBELMEEEEZIL S 5,

=1 FREH7 DNA EREE

DNA &5

EE SN S DNA BE

X7 LA F RREEEERE

Nucleotide excision repair (NER)

BAREEERE

Base excision repair (BER)

ATy FEEERE
Mismatch repair (MMR)

MR A

Homologous recombination (HR)

JEFHE] DNA RimBfE G

Non-homologous end joining (NHEJ)

BHNRRIZEL 2 DNA 5

a7y REY IV 2EBIK, (GONEY
DNA $ENZEAE

VATSF

DNA D™ Z )l
PhIOOBRT X /6. dUTP DEUARIZL B
HEHEBRICLLEBE
8-FFVITT7, FRHUA-)N

BEIZATYTF
IZATYFN—T

— 78 DNA Yl

T Z3E DNA P




[ BRI & RN

2BENERERVEREE

BEMEEHEE (Xeroderma pigmentosum: XP) 1d. BRKTIZA 100 FAIKI A, B
AT 10 FAZ L AQEIETRET 2EREARSHEBRCRETHS [2]. HER
WB—RFEREEDSHRNA, ANBHICEREOBXARHF TRWELHC/KEEZFE
RTAREDREEBREREZELREICE DS IENEZL, ETBICDONTHM
BHEVCOREOERE, A, €8, £F. SHOBTLEIEOERERT. K&
BOREHEEREEAOKTRETH O, BUREARERNZINZTNIE. 3K
EE/N % actinic keratosis 72 EDHIBREMNREAEL. S LIKEBENEERET S, AE
BEEDER AL, 10~20BERIIRETEE0ONTHD. XP RIRERNLZE
REEL NVEGERTH S, £/-. KM 0BDEFATIIEFHEREREZEHTS. E
MR OET. #ERECHEE. MEET. NEE., S8EE. 7F LV ARBER
DHEIILDICLZHTEE, FLTHERENR IS, 512, SEREFEL,
HERBDBLEPRMZEDRD 5ND, INHDEHBERERIIETET, BEHM
FBOBDEEE. JUTHEOEBENRERABSFRRALL TRDOONS, RE,
BHEW A XP BETIL. BUNENABREHHTS I EICLDEEEOREIIN
HITEDN, ETHEOBRERNERTFREREL TS,

—%. 371 VEMBREE (Cockayne syndrome: CS) BEFII, HAEBR—FELRNIIEE
BEMREDSNDIENSN, FEIMEMMICELS, BNEBEATESENA
EORRZEZRT. BREEREL TIE, BHMERZEE. NEE, FRER. BR
CHOTE, BEEHEREAAS5ND, £, "salt and pepper B EIEITN DT
OEBEZELHEIL. CS KEMMRFALINTWVS, S5 ITARBEBERT. BA
B, BfE. VRITXAFUILEOHEN,. MEBEORTERIREDEBLBEEZRL. CS
BREZNLECHREEZED 1 DTH B, CS OEFFELNEHREL TIE. BB
EEROAKRLZEMNH T oD, S RENS OXBBEDIZTEALEDEHITH
S5N5M, XPEEFLERDD KEERCEEBIIREEL RN, '

M5, FRERSHEEREEESE (richodystrophy: TTD) 13, FERISHEOEHEL
NP TVEERRETS, 28, BE. ERRTRTHAL, EESTHO.
DEFRRDBEEIND, ZNSDERIT. YATFA B EOHEEZZSEITARTI/
BOBAICLD, RESFEOEVWERENERIND I EITERT 2. ¥ 7HO
ESI TREBAERTEENASNS, BMREREIIIVUCEAHORRETOLD
RIS EHAIEN TN, £z, A, GRE. FEREORLIVERZHED,
BYt@BIEII R TR EE DR EITFD 520,

LLED X ST, XP. CS. TID RZNTNNEBMNAEBHREREZRTEARKIC, B
WIZHB T DEBRDFOTNS, IHIZ, XP & CS, F2IEXP & TTD 2686492
EFANREINTVNEIENS, ZNOORBTEE2RT O FEENEEICEE
LTWBZENRBEINS,

B2 58
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3AT VA F RREEERBOER AT Z XA
Xp BENEAITBEEZRT ZEICHEL T, BEEHROMBIIENARICERS

HERT., THIT,

DNA IZHBZE5 A 5% < OREFH 2 VINBERICbEEZHE

ZRY., Z3UL, XP MIEANLZTED DNA BIEEEETZ NERICEYZ2H DD TH

%5 [1].

HiEaMS 2 ANERMEAET A MDD, XP 12 NER TEEZD

DA~GEHDTDODMEERE S NER SEE THINEHEBEERBICES 2D L
NHONTWENUT RO SHENETETAIENODN->TWVWS (£2) [2]..

T2 BRUERLEOCHEBNERETORE

FEMETERE AEH DNA &5 R IEHE PR IR
(EEIZHT2EH)

A <2% + BHE

B 3~7% - XP-CS

B 30~40% - TTD

C 10~20% + -

D 25~50% + hEEE

D 25~50% + XP-CS

D 25~50% - TTD

E 40~50% + -

F 10~20% + -

G <2%, 25% + Lk

G <2%, 25% - XP-CS

NU7 2k 100% + -
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NER (3. OE{E DNA ORHE. OBEFHEO DNA HORHE, GBETMLD 5B &
3R TD—FE DNA QU EBEHMEZEOA ) IX I LA F RORE, Dgap
N OEESREBRESDEAT Y TM5725,XP BEHFOMIEIT. D~BD NER
OMHBRBICEEZ DD, HE. —HO E# XP ZRVTTXRTD XPA~XPV Ein
FlIro—=>7 . NER OHBRICHELZRFRESMIZ>TWS, T/,
CSITIE A HBLU B HED 2 DOEGHIERMERENH D, CSA. CSB #EFHEX
JO—Z2T73INTNW5S,

NER O FHEBII. RBRENEERREVEIINTUERENKRESEATNS
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NER DBIADAT v 73, BRASNHOE T DNA BELZRBTHILTHDEE
Z535M, XPC-HR23B #EEARNFLHREREZTI-TEEZLENTNS (5],
XPC-HR23B #&EKIL. C-ONEHREDERBIIH LU THRENITHEETEDS ZLMR
ENTW3, F/=, XPC-HR23B EEEIZ. NTNEBEICH U THRENICHESTES
TEMBEEFOHDLIDHOL A, BEICLXDERINS DNA BEDESL & FH
T2 EEZSNTWS, XPC-HR23B BE&HEDIFZMNIZ. DDB K F(damaged DNA binding
factor)N 8% DNA ICRERMREEZRT 2 &M@ s N TW5 [6]. DDB BFid. pl127
Epa8 D2 DOEBEDERETH D, FIT CPD I L T XPC-HR23B #HEELD
LEVWEMMEZTRT. EEXPBEDE T pd8 DBEFIERNZD SN, FARIC
DDB EHHREBLTWEIENS pA8 N E H XP OEEEBEGTFELTHEABRINT
W%, DDB EHFId. CPD @ GGR IZEAE L TWB I AR EIN TS, XPC-HR23B
% DDB EFIC L HHEERFEN S ROEEEHED DNA SHOBRRITW = 2@REIE, &’
HEDEIAFRHATH S,

IERTiﬁ%%aUﬁU:RﬁV??b#@Dﬁéﬂé# F DI OITTEARER
ERF TFIH IZ &> THEEFABE O X DNA 21—&8 DNA ITEERINNTIVE
ERER ST UT /252, TFIH 1 9 Bod 721y 5730, XPB BEX
U'XpPD EHE A8, XPB & XPD BEREIIENEN 3=5\U T —ZA RV 5=3A
DAy —2EEEED., NER IZBWTIE. XPB., XPD OEADAY r— 2 {EENEE
THBIEMFEINTNS [7. 8], ZD DNA #AEEHEINHBTERAT YT
T3, i XPA ZEHE. RPA(replication protein A) & XPG ERE WKL ETH 5.

DNA OFBIZBIEH =, BEOHEAT—RETENEZD DNA BEHRVLEZSD
27~29 AV IXZLAF RN HEINS, BEHOURNI. 2 BEOBERED
I2RXILT7—HETHS XPF-ERCCl BERBLU XPG EREICE > TRIzb
#1%5. XPE-ERCCl BEHEIZ. NTIVHED SEERD ) VBT 2T IS E
REACYIB L. XPG EREIL 3 RIREISE A T DNA 29875, DNA O E
& 3 EL®, —X$ DNA OUIICN»H2EEEIT, HECHES TSI E0a50
TWd, XPA EHEIL. RPA O p70 BXU p34 71y b &#EE L ERCCL & H
5T 5. 7=, RPA I3 XPF. XPG L#&T 2, INSOMEEMIZ. T2 RS

L7 —EOBEHRMEADEEDYEE ST D DNA {OREICEBTHDLEZI SN

B

BEX 7 LAF RBRESN/25H & DNA EESRAB 257 PCNA. RPA. REC
BELUDNA RUAT—EPNREEINS, TITEERNTIEIDNA RUAT—F ¢
MODEL SAREL TWBINIBASHTII RN, ZDH L DNAligasel IZL>TH
EFEINBEEZEZLNTNVD,
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4EE EHEL - BEEE

B L TWASMEICX LT DNA EE#EBEYICEH 21T d DNA 251X DNA
BEZBEELMREXEZDEELDS, £, BRTHHEEFVRIEENTIZE50N
FBETHRAEEVERINSG, ZNUIRL T, 2EHLARZVWHEROBSIIEESE
B ED DNA #£13 RNA R AT —EOETHHET 5N, MIEANO RNA FROR
BRETRLESIN, ZOHESHMEENE-SINS,

Bohr 513, 1985 FICHEEEOMIICBWVWTY / ARNTEEINTWSHEEO CPD
REEENTOARNERD CPD KD HEEEINBIEERALE (9], T
Mellon 513, 1987 FWWEHEEINTWSEEBOREHFE LD CPD &, 58 TIdR
WDNASED CPD KD HELBEINZ T EERWAE LA [10]. T ORBIRMAIE
BOLIWEEIDL BEBRERISHALETH D, &BE L 3#H1% L /= &1 (transcription-
coupled repair: TCR)& KIENTWB, ZHNIZH LT, 7/ LR TEUZ DNA £
Z B8R T 2 #4813 global genome repair(GGR) & KIdN T3, £D#%. CPD Z1J Tz
RFI2TZUI=NRR-FAFVITTZODEEIZD TCR BENH D ENRESIN
7= [11)e FROZ)a-NR-FFV I 73, BEBREEEHEE (base excision
repair: BER) ICL-> TEEIND I EAHSNTED. NER DA 5T BER B TCR
EREDIENRIN,

CS Mifaid., XP Mg & FERRICEMNBICEREZEEZRT, L, XPHIIETETT
DENRBHEOREH DNA &5, BIEEEMREEFELCL)VTH S, CS fMia
Tid, CPD @ GGR IFIEHE TH S TCR NEFEMIIREBL TVWAE ZEMNFELSMNITE
Nz [12]. % AATERCEEIN TWAERIIY J AEOKEBITTERNE
EZONDTENSHBEAEOTRES DNA R TREZRETHRRD SNRNWES
A5N5, ZUIHL, EEMRTIIENAMBRESHICET L2 RNA GRNERS
6~8 FEE THEIE LB 5 (recovery of RNA synthesis: RRSBERMNA 53154, CS #fd
TIXZ?D RRS NEZRI N2 [13]. RRS 1. XPA Mifg TIIER /2 WAL, XPC
MIETREETMEREFRICERINS., i3, XPA MIAEH NER IZB1F5 TCR &
GGR DT A DOREKZ EDHICREBLTNZOIZH L., XPCHIETIE., TCR BRENER
THHIETHBEL TS, MENENBRBHIND EBHICRNA RUAS—E I
D CTD 28V > EbEn, BE | BEBICIIIZEAEEY DEEE RNA B A5 —
 HPolla)NEFEL <20, &Y VBB Polo)NE NS [14], ZORED
FERL OB IL. in vitro BEEENEEL TWS, EEMAEETIE, SRR 6
FFREI2IZ Pollla 3B SN2 & & HICHAEMEIED in vitro BREFEMEANEE L T
B, ZHITHL. CSA. CSB. XPA #EITIZ Pollla MLk L 7z F £ THIFDM HHIE
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@ in vitro EEFEE B EBE L7, SmERRBICHETR Pollla 2SR ESIZTL D Polllo
ANEHBRIN, FEREERENLED S, 2FZ RNA FROETHREIZEEZS
N5, TCR KK DEEHE DNA HLEOBEHEVNROVBRINZE, MohDEFNME
HEX N Polllo 75 Pollla "NEHZ 1, EENEEINLEDTHSS.,

CSA. CSB #MifIL TCR ZREICREBLTWBR I EN G, B TEYTH S CSA.
CSB EEHEMN TCR EBIZPVWTEHE LS NER © BER 2 K& E2RFE U THEEL
TWAAEEENH D EEZ 5N TN D,

5.DNA HEEF D B X fEEHEE

7 LhEEOEE (GGR) Tid, DNA EEOERICK > Tidsk o EfiMIch
STEEINTICERETAIENHESNTWDS, (64)XLEYT. S/ ERETE 48 iF
FTIEIZEEICBEEINDIDITHL, CPD 1T, 48 BERICB VT 20~50%F&EF L.
SEMEBTHEXIIEBEINRN [15]. 2O &IZ. BETS CPD 8B DRAH
DNA 2B LIRS HTEIANTLNHZ T EE2ERLTNS,

XP BEDDIENUTY > ML, BARICLIDVERICEEBELRET D, 254
FEid NER Z2REBLTHB5 T, BHBEEHEICRENHZLEZ SN TV, 1999
ETKRKRZDIEE T )N —T 7T AU H D Prakash ZN—THICED/NU T > MR
DEREBLET XPV 37 0—Z2 73Nz, XPV OEETFEMI. CPD 2FDEZ
T DNA BETIFEMEEF>THD. DNA RU AT—EnE@&Iniz [16. 17].
XPV OBEERREOY RAD3I0 OEEKIL., BABRBRHEOEARELEREENLETS
ZENHFLENTHED., HWIT DNA RURAT—EnOBERHEEENBENEFEINT
Wiz, BEHD DNA BEERIDONDNS DNA R AS—Hs® DNA RU A S5 —+Fe
TEBEERENEL, BE-LEEEZRVAARERFOEEERETS 355 T
FUXT L7 —HEEE RE#HE) £/FD (£3). LML, DNARU A F—Fnid,
REHEZHEET. BEDORWVER DNA IZHL T 18~380 HE®D DNA ARIZD
E-EOHEABHEZEI L ICEBEEENMENI ENHELMITR> = [18]. &
7z. DNA RU A T—tnid, —EIEERELMERTER, o, 2. £4R
IZBWT DNA BU AS—¥nic &% DNA SRABRICI > hO—LEhTn5
LETRET S, :
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£3 WABEDNARUAS—EOBREREE

ERREBE
DNA polymerase = Family 3’-Exonuclease

BEEHR (10°EEH~D)

Poly A yes | <1

Pol & B yes 1

Pol e B yes <1

Pol o B , no 16 (1/6000)
Pol B X no 67 (1/1500)
Poln | Y no 3500 (1/728)
Pol x Y no 660 (1/150)




fiff

KW

ISIZ.DNARY XA S —EnEBEEZ B BRLDBERDBZELEZET % DNA
RURAT—ERRLAHDND, TNHIEY 77IU—DNARY AT—FLIIEN3
517207 [19], MBZWNDELEZOEMENERD Y 773 —DNA R
JAS—FE2EFELTWS, KIBED DinB OBAEREOSELLTHDN-ZE
DNA "YU AT —Txld CPD ZR VBRI TERE TSI LWETERWDY, REMETD
ZRJELV L TIEED D730 DNA 8%, £ AAF 2fmlz/7=
VICIRESEEEERNICHDAD I ENHESIN/Z. 51T, DNA BN X F—
Y, —EIZEHEED DNA SN TH o=, T, DNA R A F—Fx
ﬁwmAﬁ%JQK%E%K@<EHTE<{%é%ﬁ? CBVWTIIES RRAEREE
BRITDIEEFET D, TOH%, MEREOEMABIIHBNT DNA R A F—+tk
DEBRNTLEL TWBIENHESMER . B ME, 51T REVL, DNA R A
SR 2D Y 77U —D DNA RUAS—EEHFDIEMNHESNITRZ> TN
%, TNSDEB¥HNERBIIDNTIIELAIHENNLETH 3,

BHDIZ :

DNA B7ZATHRARBEEZZTTED. JHIIHL TEWIIEHETE DNA EERE
BEE-OTWS, LML, TXTO DNA BEETHONMEET S I LIIKERE
Thb, FROWZIZ, E<OEYETIE. EAZERTAI-DILETHLEEL
HGEU-EBERENEETLIEEZI OGNS, 2. HENMERET DI, B
SN HEEERVBAT DNA 8T 2 AN XA BECOFHERR, S LE
’Ca‘éof@'(@%o FNTND DNA BEEEBOSFHEBIINZDEBANEA TN

78, #4772 DNA BEBBEBERVBIBEEBEO /O N—J1d, SBOKE
f;‘a‘%%ﬁ_c‘:mi%c INSOEBOBREIIDRSEDBIUICELE TS EEZ SN, &
SICEBCHREEDIIERITRREENHS (201,

REBIZ, BEF O DNA BEEBHIEO NE v 7 22 =DM Lz, EEROREHE
BICBNT, RHEREAZEICIDSBARAANDINEINS, E5<FATH
DIIDAAZXLTHL, BAMBREHINEBEES N TS [21]. 7,
Activation-induced deaminase (AID) D37z 5 EIZX D, HAKEEFOEEESH DNA
RO b NTTNVICEBHREND, ZOK, BEEREEEERENTLOMNIT
ST, RARZRETFERINAWL., LML, BEINATICEMINEINBD S
ZEDNARUAS—ENIIAEE ZERIVERTENERINS, ZORST. &£
fkHE 5 DNA B2 EAHL DNA EEB I OESEEL T FO—LT 52 &1
FORREREZBIERIL., ARCE>THRERRREDSDHELTNWE EE% 3
ZENTEDS, E<HLWVWEZTHD, SBOWENHEFINTNS,
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