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BREREE®RZIC2D DNA . BRATRANSIVIZHNERICED., B THEEEZS
T3, EARKERZRE R TEERERERVTOERERTHZ I 1 >
EREIL. X7 LA F RREEEH#EE NER) TEEZ2ED. NER 1. £48 %13
CORBHCEENEICLD DI ONIBELEETS. BRIETIE. DNA BEHE
W EEHE LD DNA BEZRRICBETIGRELRRLZEE LY ) A2KDEE
LD 2 BEUIDITEZLSNDLDITAR-7=., BHEIZLS DNA BEIZ. ¥/ A
EATIIERPERRBICOREDBEINTIIRET 5. &iA. DNA BEZEDHEZ
T DNA EEIT MBI B2 RENBIC BV THET S J EAHS NI 57,

*/\ JL_‘\

1.DNA $815% & DNA {E1EH5E
ORI, TOWEITED UVC, UVB. UVA D 3 BRICHEIND, 20D 5 UVA
& UVB O—8AF/ U EZEBL THRIEDES, #RIES UVB OO BEE
280~300 nm DHEEAS. DNA IC/EM LT DNA BEZELDZENFG5NTNS (1]
(B1), REWx DNA BER 707y D REY I 22 2 Bk (cyclobutane
pyrimidine dimmer: CPD) &(6-)NEHED2EETHS. MEEHIT. DNA D2
FEBEIESE DS, BFANICEENOEREBELS 5.

UV-induced DNA lesions
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B1 EARIZE S DNA 1815
RABRIZED, EVIDUAB OS> THET B /078 BEYI DY
2 &1F (cyclobutane pyrimidine dimmer: CPD) 3 % W) i3 (6-4)EEMNE L B,
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BABDIIMNIHE ONANERNEL 7 DNA BEE23IEREIT. FEXAEE
HERIZEZRIC XS DNA 2852, BRI THE I AT T F L. DNA M
EESHDWITHENEEZSERIT. NWEETHER, 7R DNA BENDL
S5N5, REEY THIEMBERICLVEECX I VA FRIZBATEEZZITT
W3, E OB TII—B—HE4YZD—FECT ) VEENEEL TS, Ih
50 DNABEZBEETHZHICE MI, £Z<DDNAEEHBZE->TNS (R 1),
DNA #5123, BEINRBTNERAZLELFERL,. DNA BEZEETLIILICX
DA R OEIEE - I3HEEE D 5T ., £/-. DNA BENGEEICH NEH
FICHEREREE2ERTAIENTET, ZOBEHMBEEEZEIL S5,

=1 fLEM7 DNA SRS
DNA &8 HrE B I3 DNA BE

ENHRIZ LD DNA B

X7 LA F REREEERS a7y EEYI DY 28K (CONEY
Nucleotide excision repair (NER) DNA $ENZERE
PATSF

DNA RO )b

BEREEEEE PRI UOBRT 2/, dUTP OEUAHIZ LS
Base excision repair (BER) EHBRRICK2EE

-FAFVF7, FIFUa-)L

ATy FEERE BEIZTYF
Mismatch repair (MMR) IATYFN—T
FEERER X
AR il

Homologous recombination (HR) A8 DNA )87
JEFAE] DNA RFEFFES .

o =73 DNA 14
Non-homologous end joining (NHEJ)
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EEEUKRERVERES

BRMERLKIE (Xeroderma pigmentosum: XP) 1E, B TIZH 100 FAIK1I A, H
AT 10 TAT LI ADEISTRET 2EREALEBERERTH S [2]. LR
WE—RFEREED SRV, AYBEICERBO B AR TRV KEE
REDRBREDBERBREREZELEEICE DS ZENE W, ETRICONTHEN
BHEVOREOEE, A, £H. EF. THOAELELREOERERT, KE
BOREEERIERAOKTETH D, BURKIMRESRN 2T 2TNE, 38
LB 5 actinic keratosis 72 EDRIBRENREL., I KEBENCEET S, A
M%E%Eﬁkmw&\wym%%ﬁt%ﬁiétwbhfﬁb‘XP@&%%@%
HREEE NEREETH D, £/, I 306 DEF TIIBEHRERESH#T S,
HERSHOET. #RREOCHE. MEERT. IEE, SEEE, Y#Vxﬁ?ﬁ
PHMIIKDICLZHTEE, TLTHERENRZ S, 510, SARETEL.
ERADBECRMZEDRDEND, NS DB BERERITETET, BEE
REORD EEE. JUTHROBENFERABEAILE L TED NS, BIE,
BOEW A B XP BETIE. BUICENABREZHHEHTA LI EERORAEIZM
HTEDN, ETEOHRERDENFREREL TS,

—7%. 371 VEMBRE (Cockayne syndrome: CS) HBEIT, HAEBR—ELRNICRS
BEENEDONDZENZ N, FEMEANCELS. ENEBEATBYN/IA
EQCFREZRT., BREERE L TIE. BHMERERE, NEE, TRER. BR
 HOTE. BEMEEASAASND, £k, salt and pepper Bl" EIEIFILD M
DREEGEZELMEEIL. CS ITHMMABFTREEINTNS, ISICAEBEET. AR
B, SME. URT7XFILEOHEI. MEDBTELIIEDELEBEETRL. CS
HRENLDEBEGCHEZBED 1 DTH D, CS OMHRHRELASMEE L TIE. BRSO
EEBROARKR{LLZENBTENSB, m@%%mb@ﬁﬁ@@@&aha@rmfa
SNBN, XPEEBELERRDEEERCRERIIREL L,

s, MEBRZEEEZRETREE (tnchodystrophy: TID) i3, MBEBRZHEDEERL
FNPTNEEREETS, 22, BE HEEIT~RTHA<, ZELTHD. I
DEFRDBERIND, TNSOERIZ. PAFA U AREOREEEET2T7 I/
BOBDIZED, RESFEOEVWELENERIND I ECERTS, K730
EFI TREAERTEENA 515, BMREREIITY VEAEOREETOLED
WIS EHEBENTWS, £z, AR ANE. REREOBLREREES,
BABEMIIRTNEEBBEORERRD 5NN,

UEDX 31T, XP. CS. TTD RENENMSEBEARERER 2R EFEIC

WIZEBITZERDF O TS, T5HIZ, XP & CS. F/HIEXP & TTD 248433
EFANRBREEINTNDEZENS, INSOEETEY 2R THFERENHEEIZEE
LTWBZENREEING,
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3.X T VA TF RBREBEBBOERANT L

XP BENHAIGAEMEZRTIEICHEL T, BEHROMBIZENRIIBRS
HZERT, T5IC. DNA KWHEEZE5Z 22 OREFH D NIIFAERICOERZMN
2R, UL, XP HEALTED DNA HBIEEBET S NER ICEEEZ L DD TH

5 [1], HBEEesz2AVWEEREMEAEET A MIED, XP IZI3X NER IZEEZD
DA~GEHDTODHBEE L NER IZEE THINEEREEBBICEEZd DL
NOHNTWENUT UMD SEENEETDI I ENDN>TWVNS (F2) [2]..

£2 BRBEREOCHEMEEREITORE

TERETERE REH DNA &L &R FRAEAE IR

(EEIZHT 2EH)
A <2% + BfE
B 3~7% + XP-CS
B 30~40% - TTD
C 10~20% + -
D 25~50% + FEE
D 25~50% + XP-CS
D 25~50% - TTD
E 40~50% + -
F 10~20% + -
G <2%, 25% + 2k
G <2%, 25% - XP-CS
N7k 100% +- -

— 68 —
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RGN & BN DEE |

NER 3. D& DNA OFH. OEEEEO DNA HORHE, QBRETMLD 58X
U3 TD—AHE DNA OYE S BEMAEZEOA ) TX I LT F FORE, Dgap
BN OEESREBRESDEAT Y TIn5725 . XP BEBFXOMIEIEZ. O~ D NER
DOYIHBARBICEEZ DD, HE. —HO E# XP 2FRVNTITXRTOD XPA~XPV Ein
FlIro—=>7Z#. NER QBB ICHEBELZEFRBESNIL> TS, iz,
CS IZid A HBLU B HO 2 DOBEHMEHEERHEINH D, CSA. CSB BEFHEX
J7O—Z7INTW5B,

NER D4 FHEIL. BBENEBRRMNEIINTUBRHANKEEATNS
(3. 4], BETE., UTOXIRETINEZISNTNS (K2).

Two Subpathways in Nucleotide
Excision Repair (NER)

. Transcrption-coupled
Global genoime repar repair

T Damage recognition §

HHR23:
I'Dual incisions / excisions }
S nick 5% <7 RPAS XPG 3' nick

LERCCY ™ T

I Repair DNA sy nthesis )
pol § or €

PCNA

K2 XJLAFRREEEEEOETIV
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NER OEBIANDAT v TE. BASHDET DNA BEEZRETHILETHEEE
Z 5N %A, XPC-HR23B #E&ENHLHNREE£2ITILETEEZSNTVS [5].
XPC-HR23B &KL, (6-NEHREDBEIIH L TREMNIEESTEDS I ENR
XNTWS, F/2. XPC-HR23B EEMEIE. NTIIVEBEIHML THRENIHESTES
TENGBEFODDEINDBDLA, BEICIDEEINS DNA BEDES Z
TBEEZSNTWS, XPC-HR23B EEEDIEFNIZ, DDB HF(damaged DNA binding
factor) N8/ DNA I ENRFEEZRT I A5 N TS (6], DDB E-Fid. p127
EpRR D2 DNEAEDOESEKTH D, 1T CPD IZH L T XPC-HR23B HEELD
LEEWEMEZTT. EEXPEEDEZL T ps8 DEGTFIEENRD SN, AR
DDB {EHHREBLTW=IEMS pd8 N E # XP OEFEBETFELLTHEIREINT
VW5, DDB EFIZ. CPD ® GGRIZBE L T2 Z&EMNFEBIN TS, XPC-HR23B
® DDB BRFIC L B BEREN S KOEEEFHO DNA SHOBRRICW/=2EEIE., &
TEOLIAFRHATH S,

NER T}i%ﬁ{ﬁ%aﬂz“} IX7VAFRAYD Hjéa‘lérb\ ZDI=DITIEEERE
ERF TFOH T &> THEEFBE O X DNA 21—%$ DNA ITEER I NUNTI)LVE
ENERENRGEZSZn, TFIH 1 9 Bod 71y ha5720, XPB BK
U'XPD EHE 24D, XPB & XPD EHEIIFNTN 3=5\U Tr—ARU 5'=3'
U —2EMEEED, NER IKBWTIE, XPB. XPD O ADANY 7 —AEENEE
THBTEMNFENTWVS [7. 8], T DNA #AEZDLEINHBITBEAF YT

Tid, i XPA ZEHE. RPA(replication protein A)& XPC EHENULETH 5,

DNA DBZIZEIEHE, BEOWAT—REYWAIEZ D DNA BERMLZED
27~29 FYTX 7 LAF RBETDEEI NS, BEHOUEIZ, 2 BEOBEREN
I>RXIL7—HETHS XPF-ERCC1 H#EABIY XPG EHEICE>THB I D
N5, XPF-ERCCl BEHEIZ. NTVBED SEEEO D BYU I AT IS E
BREACYE L., XPC EREIT 3IRMAERII T DNA 2YH T2, DNA HOE
Z2HEL®, —XE DNA QU2 H A ELEIL. HEICHEETAIENHASN
Tnd, XPA BEEIEL. RPA O p70 BLU p34 ¥ 72y h &AL ERCC1 &b
#8735, /-, RPA 12 XPF. XPG L#EAT3, CNSOMEEAIR. T2 KX

L7 =Y ORGSR DFEDCYIE DTS DNA SHOREWEETHHLEASN
N

BEX Y LAF KARES N2 & DNA EESRAB 57 PCNA. RPA. RFC
BIUDNA RUAS—ENREELIND, ZITEERRNTIIDNA RUAT—F ¢
MODEESHHEL TWBENTEASNTIZRW, ZTDH & DNAligasel 1K >TH
BEINBEZZLHNTNS,
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R & RO

AERE KB L EEEE

HEE L TWAHMAEICX L T DNA EEMEIEY) I BN /2T T, DNA #8413 DNA
BEEZEELMREEZDEZSL DS, £z, BB T2BERVBAEENTZS0N
FHEETHRALEVERINS, ZHIRLT., 2ELAZVWHROBRIIEES
B F D DNA #5113 RNA R A T —F0ETHAHITF SN, MIEAD RNA BROA
BERETAbES N, ZOHEEBHEENBZ5INS,

Bohr Hid. 1985 FIZEWEOMRRIZBNWTY J ANTEEI N TS HERO CPD
FEESNTUAWERD CPD KD HEEHEIND I EE#RALE (9], BT
Mellon 51, 1987 FIEESINTWSEROEESHFISE LD CPD 13, #HETIER
WDNASED CPD LD BELSEBEINZ T EERVFE LA [10], T OBIRELS)
ROEIWVWEEIZ, BEBRERENLETH 0. &E L $+£1% L /= &% (transcription-
coupled repair: TCR)E KIENTW S, ZHIZHL T, ¥/ L& TELZ DNA %
ZEE T 51T global genome repair(GGR) & XIENTW5, FD#, CPD 1Tz
SFITZVA-NPFFVITZUDEEICD TCR REMNH DI ENBWEZN
7 [11]e FROTVa=N08-FFV I 7L, EEREEEEE (base excision
repair: BER) W X> TEBEEIND I ENASNTHBD, NER DHA2 5T BER B TCR
EHDIEMNRIN,

CS eI, XP i & FERICENARICERZEEZRT, LHL, XPHIIETETS
LENERHEOLREY DNA SR, BEEEMREFLCLNIVTH S, CS M
TI3. CPD ® GGR ZEXTH 37! TCR MBRMITREL TS Z EMHESMCE
Nz [12]. ¥/ AARTERCEEINTVWAEEIIY / AEOEXIZTE RN E
EZLNDTENSHEEEOTER DNA AR TREEZRETHARD NN ES
A50%, ZHTHL., EFMRTRENMRBRESFIET L RNA SRS RES
6~8 K TEITE LA 5 (recovery of RNA synthesis: RRS)ERFMNA SN B, CS Hfz
TILZ?D RRS MEZE N2 [13]. RRS 3. XPA Mifa CTIZEE Il XPC
METREEAREFRICEEINS, Zhid. XPA #lEd NER IZ8B1F5 TCR &
GGR O A DK Z EHICREBEL TS0 L. XPC HIETIZ. TCR BEMNEXR
THHIEHEL TS, HENEABRAING EAEICRNA RUAT—F I
D CTD 28V VEbE . EBS 1 BRBICIZEAERY VELE RNA R A5 —
T N(Pollla) MEFEFEL 722D, &Y VLB (Pollo)NEfiI N5 [14]. TOERED
R OBMMEIIT. in vito EEEESHEEAL TS, EEMIETIE. BIVRES 6
FEERIC Pollla MBH HHN B & & BITHEEMHEED in vitro BREIEENEIE L TL
B, IR L. CSA. CSB. XPA #RETlE Pollla kL 7= E F THIREMER

NI | -El ectronic Library Service



Bussei Kenkyu

R WE

? in vitro EREEE HEE L72\, EERIAICHNETR Pollla MRS EEIZ L D Polllo
~NEBIN, FEREERENLED SN, BFEZ RNA BROETHREZIZEEZS
N%. TCR WK DEEHE DNA HEOEENROBRANZE, S DEEMz
FEX 41 Polllo 71 5 Pollla ANEBI N, BEESNBEEEINEDTHSS.

CSA. CSB #Mif2IL TCR ZRHEMICREL TWBR I ENS, BETFEH TH S CSA,
CSB ZEHE M TCR BB WNWTEKE & NER ® BER 2H& I E 2R FE U THEEEL
TWAAIENENH D EEZSNT NS,

5.DNA HEEFE D B X HEEE

5 LeE0E#E (GGR) Tid. DNA EBEOERICL> TithR D EHMzhE
STEEINTIIRETAZIENHONTWNDS, (64N EDIT. LI HRBEE 48
FTIREERICEEEINSDIZX L. CPD Id. 48 BFRIBIZHB T 20~50%EEF L.
3 EMBETHEXIIBEINZN [15]. 2D &3 BETS CPD B DANS
DNA ZBE LIRS HTIANZTLANHZ T E2BRLTNS,

XP BEDDIBENUT 2 REIE, BARCIXDVBRIKEEZRET DN, BEM
fald NER 2 RELTH ST, HEREERECEENHDEEILSNTNA, 1999
FIZRRRZOIERM I )N —TRUIT AV D Prakash Z)V—T SI2K DY 7 > Mgt
DEEEBETF XPV 27 O0—Z27 3N/, XPV OBEETEYIL. CPD 2FV#Z
T DNA BEITL{EEZF>THED. DNA RU XA TF—tnedaidIhi (16, 171,
XPV OEERREOYS RAD3I0 OZEEKIL, BABRBABORARLEREENLETS
ZERHONTED., HHNI DNA RU AT —EnOEREEENFEVETFEINT
Wiz, BED DNA HEFHIDNHNS DNA R A5 —HE5® DNA RYU A F5—+Fe
BEHEEENE. BB LBEEEMOAALBELOEEERETS 355 T
FYRI LT —EEE REHEE 28D (£3). LML, DNARY A 5—¥nit,
REREZERET. EBEORNER DNA XL T 18~380 5D DNA SRIZD
E—EOHEEBREEZ L;E%L:%Eﬁlﬁiﬁbi{&blikﬁiﬁ SMIZz o7 (18], =
7=. DNA RUAT—tnid, —EREEELMRTERY oA, ZHud. £4&R
IZBNT DNA RUAF—Hnickd DNA SRAEBICI> FO— LS TNS -
EERETS., '
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MR & O

%3 WAEDNARUAS—COREAEE

DNA polymerase  Family 3’-Exonuclease

BEEBHR (10EH~D)

Pol y A yes <1

Pol o B ' yes 1

Pol e B yes <1

Pol o B ; no 16 (1/6000)
Pol B X no 67 (1/1500)
Polmn Y no 3500 (1728)
Pol Y no 660 (1/150)
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e S

IS5ITDNAR D AT —EnEHEEZEZ S BHELRBERVBRAELE.2ET % DNA
RUAST—ENRLZABDND, IN5ITY 773IY—DNA R AT—FELiIN3
£ o7 [19]. MEZODELEEZOEYENERD Y 773 ) —DNA R
IAXAST—tFE2EL TS, KIBEED DinB OBIABERETOSELTHADM>ZE b
DNA RY AT —Fxld CPD 2FDBA THEEMTHI LI TERNWY, RENETH
ZRVEL LU TIFED D720 DNA &%, X7z AAF 2L/ 7=

NTIBoEEEBROICRMDAD I ERESI Nz, T 5T, DNA R X F—
txld, —EIZETEED DNA SMNFIETH o 2. ZHid. DNA RU A F—Fk
ﬁwmAa%KﬁL%EW_@<thTm< HOIRAFTICBNWTIIELS BARERE
FERTDIIEERET S, TO%., FERZEOEEABICHNT DNA Y XA F—Fx
DEBENTLEL TNAHZENBEEMNEZ>/, E ME. 51T REVI. DNA HY X
TR 2FDY 77IU—D DNA RURAT—HFEF DI ENFENITZ> TN
5, INSOEBEMERIIDNVWTIIEISRIMENDLETH D,

BbIC

DNA RB7ZATHAREEEZTTEY., JHUIHL TEDMIILE DNA B
Bz -o>TWa, LML, TXTODNABEZTHONIEBETS I ETAERE
THbH., TROZIZ, Z<DEYETILE. EHEZERTAEDIIHETHIEE L
HELEBEBBRFEETLIEEX NS, 2, HlgNBEET 32011018, BE
SINBP OB EEFRVEAI T DNA BET I AN XL HELOFHERREN S HE
f&oﬁ@f@%g FHNFND DNA EEEE O S FHEBIIA RV EENEATY

73, ¥RZ72 DNA BEHBLEGROBIEEBEO /7 O =713, §BOKE
E%Etmiég:h%@%ﬁ@ﬁ%m9m<&%EMKE%T%&%K%M‘é
SICECHREE OISR ITREENDS [20].

1217, B¥ 0 DNA BEEEHIEO MYy 2 25 —D@N Lz, EEOREE
BICBNT, RHEREAZECXDSEARENDNEENS, BES<AHTH
DIIDAAZILITHL, BAOMARAMNBEINTNDS [21]. =7,
Activation-induced deaminase (AID) D725 FIC LD, FEBEFDOIEZESL DNA
RO b UMTTIINVIEBREND, Z0OK, HEREEERENTZOMNIT
5, RBERIFRINZ N, LML, BEINTICERINSIAE S
7EDNA RY AT —EMBEE ZEICK D BRATENERIND, ZORMPIT. £
A2 E 5 DNA B EEHH L DNA BEBLOEEME ST FO—)LT5 2 &7
LIDVRRBRERZFIEEIL., EERICES THEBBRREDIDHEL TS EEZ 5
CENTES, 2<HLVWHEETHY, SBOFEBHEINT LS,
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