KGN BEVEDTF AN A
-DNA HBEITH T2 EERB L BERD BAEHER-

HAEAL S
Ui NEES R E T

BFREIZRD DNA . BRABRABSINWETAMERICKD, BATHEEZS
FTTna, BIURIC @i‘fi%TTé?ﬁﬁﬁﬁﬁ&U%wﬁ%%%faﬁ%:74’ >
EREFEEL, X7 LAFRREEEMS (NER) ICER¥EE2FFD. NER . EARER
UOHFBRCREENHEICEID DS ONLSBETEE T 5. RETIE, DNA EEHSE
i3, EEH L0 DNA BEZRRIEETLIEEL#E L BE Y/ L2K0EE

2 BECDITEASNALD I A/, BARICLS DNA #BEFEIZ, 7/ 4
SETRERNERMICOEDEEINTIIRET 5. &iT. DNA BEZRI&8Z
TDNA HET 2BEBNRANEVRIIBVLWTEET A MBS MR .

" 1.DNA 8 & DNA 15 HH
BEARIT, TOEEICED UVC, UVB. UVA D 3 ﬁ;ﬁuﬁ:\ﬁéhé ZD3 5 UVA
& UVB O—HAA/ VEBERIBLTHECEIES, HEIZES UVB DS EHEE
280~300 nm DHEEEAN. DNAIEEB LU TDNABEZEZLHZZ &M@ eN TS [|]
(H1), KF877 DNA BER I 707 F 8 ) 222 2 B (cyclobutane
pyrimidine dimmer: CPD) & (6-)NEM LD 2EBETH D, MEELHIT. DNA D2
EEBBEICREAHELZOL., BANICEENOREEREL D 2,

UV-induced DNA lesions
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>_f"\ \ uv Cyclobutane pyrimidine dimers

N o
S o
| o ¢4
\ DP/
B
(6-4) photoproduct

Bl 1 FIMRIZED DNA 25
RABRIZED, PUIDO0B0 S THEET IR/ 07y RMEYI D
2 &fF (cyclobutane pyrimidine dimmer: CPD) & 3 WI(6-4)HEMHLEL S,

RKERZBRPE £ R

\
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BAROENCHE DANERNE 42 DNA BELFIZEZT., R IER
HRERIIERIZTAE DNA ZUT2, FIBATHE S X7 7 Fid. DNA #fH
BESDINIHEANEEEZIIZIREIT. AMERETL X, 73 DNA BEND<
L5, ABEY THOAEERBICLVEESX VLA FREBEATHEELZTT
W3, E OB TII—B—/RRSEEZ0—FECT ) VEENMKMEL TS, TN
SO DNABEZEETIZDICL ML, F<ODNAEBEBEZE-THS (F1).
DNA #&id. BEINTINEERAETREZFERL . DNA SHEEF TSI LI
MRS B OB I £ IR MIA R B2 57, $/-. DNA BENESERC HHIM
RICKWELREOREERTLSIENTEY, ZoBadbAEREZEIL D 5.

F1 KEHNZDNAEEEE

DNA EE 2

EHE I 5 DNA 85

X7 LA F RFEEEERS

Nucleotide excision repair (NER)

R RS

Base excision repair (BER)

ATy FEEER
Mismatch repair (MMR)

HAREERA

- Homologous recombination (HR)

JEHEF DNA RImEES

Non-homologous end joining (NHEJT)

NI LS DNA 1BIZ

U7y BRMY Y I 28K, (6ANEY
DNA SENEER

ATTF

DNA RO 5 )b

R ORT /{6, dUTP OEGAHIZ L B
EHEBERICLLES

§-FFVITTZ FRT)a-0

BEEIATYF
IARyFIN—T

ZZA3H DNA U

— & DNA Y8




2EFRERERVEEEE

BREFL LA (Xeroderma pigmentosum: XP) X, BRKT ia"] 100 FAIZT A, B
ETHEH 10 FAZLADHFIETRET 2HREBELSERGERTHS (2], HER
WH—RFEREEDS VA, AMBEHICEREOBXRBRN TRWILESKE
BRI DREOEEEERXRERZELEFCER I IENE N, ETHICDONTH®E
BHRVCOZEOEE. AL, £¥. . EHANTEETEOERETRT. M
 EORLEFEIEFAORTETHL. BYREARENNZENRTNE. 3R
EE7» 5 actinic keratosis fgc‘:@ﬁllﬁfﬁ’kﬁlﬁib‘ ESIEREANCERT S, AR
BEEBDEFATEX, 10~20BHERICBEISZE0LWHDNTED, XP iﬁﬁﬂ‘]ﬁ‘%
RENE FEBEEETHS. 2.8 30/®ﬁﬁ iﬁﬁﬁn’%ﬁ-ﬁi’&’“‘ﬁ??é
HFRRFOET. #EEEOHE, JEET. / . EBREE. Y#VXEEFHE
PRBICEBILLBZETESE. %L”‘Cﬂgﬂiﬁﬁﬁi‘ﬁuéo T, BEETEE,
HREBOBEDCRMAEHRD 6ND, TH s OFBRERERIZETET. #EA
RBEOHEDEESE, JU7HROBENREBEABREFRALLTRD NS, BHE,
EHEN AR XP BETH. BUIKCEASRZHHET A I LI N ERNEOREIZH
HITE22 BAEOBEERNESFEEREL T3,

—7, 37 A fEHEE (Cockayne syndrome: CS) BEFiZ, HEBR—FLAICEF
EENREDOND I ENEN, FEVNEANICES, BXRELEALZEENZAA
EORMARZEZRT, REREL TR, REBHERSFEL. JEE HHRERE BR
HOJE, REEHESREABONS, E/=, "salt and pepper " & FITN 2 ETH
DREEEEEEEIL. CS KBRHARRLINTWS, SoICERBERET. aR
B, SiE. VRT7ZAFILEOHEM, OFOBITHEZEOEBMLBEZRL, CS
BRENZEBENEZED L DTHS. CS OHEFREENEREL TS, BEECRK
EEBEORRMERENDIToND, NP EHEISDHBEHRBITLEAEDEFTH
LNDM, XPEELRERDDEFREMCREEIIREL R,

5, MERZEEZRETENYE (tichodystrophy: TTD) d, FERZMEDEEL
FNPTNEEZRERETS, BB, BE. EERTARTHAL, XS THOY. I
DEEELBERIND., INSOERT. PAFT U REDHRBRELEEFEIDT I/
BORMILD, RESHFEOEWEFENERINA I LICERTS, 7850
EF THBHAERETEENS NG, FREERIZII TV CEGHOREEKTORZD
ICEISEHER SN TNS, £, ABE. QNE, FRER2EORSZEREZAED.
HABBEMEIRTHEEROREEED s,

lzu—_@ct'jt: XP, CS. TID B ENENNEFUHNBERERERT EFRIC

WIHBTAHSERBFE>TNDS, E5I12. XP & CS, £/22XP & TID 2T 5
ﬁﬁ?ﬁ@ﬁ%éﬂfhiéhc‘:ﬁib. INGOKRETREZ AT A FEEIEEIZRE
LTWaZEMNFEEENSD,




3XT VAT FREZERBOERANZZ L
XP REMNBRICBEEERT ILIIHIEL T, BEEROABIRARCERZ

HERT, 517,

DNA IZHBEFE5A3E OREFEIVIETHEFICHBH RSN

ERY. JTUT. XPHEASED DNA BEEERT 5 NER CERED DD TS

5 (1],

MiEBESTAVW-ECGHAEEE T A MILD, XP IZ/d NER KTEE%D

TA~GEOTDODOHEEMEE L NER ZEE TH2MNEEREEHBICRET O DL
WHNTWENIT RO SMMNEETAI N2 TnE (£2) [2],

*2 BEERRECHENEFHLTORHE

kT XEH DNA S5 A RRER
(EBIZHT 2EE)

A <2% + EfE

B 3~7% + XP-CS

B 30~40% - TTD

C 10~20% -+ -

D 25~50% + REE

D 25~50% + XP-CS

D 25~50% - TTD

E 40~50% -+ -

F 10~20% + -

G <2%, 25% + £k

G <2%, 25% - XP-CS

INUTF b 100% + -




. OIE{E DNA DES. CEEFRBEO DNA BOBER, QBEXTD yBX

X3 ﬁﬁ#‘ﬁ‘c‘@wzt:éé DNA OUM S BBEEMN2SDA ) IX 7 LA TF ROKRE, Dgap

BECEESREEFEESOEAT Yy TN 567102, XP BEHFOMARIT.O~B® NER

CFMBRBICEEEZ D, RE. —HD EE XP 2BVLWTTARTO XPA~XPV Bf=

%&;w O——2/7Z#. NER OFHBRICLEZETVSHESMIR> TN D, £k,

iAﬁ%&UBﬁ®2D®ﬁE%ﬁﬁﬁﬁﬂ%b,@A(SBEE?%&&
ﬁEI——_/ﬁ INTWna,

NER OO FH#Eil. RBREABRRRMRISN TUBRTRENKRECEATVS
(3. 4], BRETH. MTOLITETFNEZ LN TS (K2),

Two Subpathways in Nutleotide
Excision Repair (NER)

. Transcriptioncoupled
Globail genome repar repair

IDarmage recognition |

N N
RNA pol Il
 XPCy e el MSH
= e & AXABZ-.-—“ @B Ui, .
HHR23, e A 3 i
ncvne i e
X F

I'Dual incisions / excisions )

..r____;XPA"__’

POl RPA xpG 3 nick

I Repair DNA sy nthesis )

poliiore.

B2 RXR7LAFHEBEEEEREEOTT



NER OBFIDZAT v i3, BMASHhDET DNA ABEE2RBFIT 2L THLEE
A B35, XPC-HR23B BEEMNF LRI ZIZETEEZONTVWS [5].
XPC-HR23B #Ha&IT, (6-HAEMREOBEIIH LU THERMIIESTEDL ZEAUR
EINTNAD, £z, XPC-HR2Z3B BEEZ. NTNUEESIIN L THEENICHEESTES
IENSHEBEFOLOLNHDL A, BECLVERIND DNABEDES THH
T5EEZS5NTWVS, XPC-HR23B B & DIFA T, DDB K F(damaged DNA binding
factor)AME{E DNA W B ENREEEZRT LM SNT N3 (6], DDB BEFi. p127
EpaS D2 OOEBHEOESETH . FIZ CPD I L T XPC-HR23B #EEEKD
HEVERMEFRT, EFXPRBEDE Tpad ODERETIWEERNED S, RFIZ
DDB EEHRBL TV I &ME p48 WE R XP OBFHEGEFELTEAREINT
V25, DDB HFIZ. CPD @ GGR ICBEEL TWA Z EMNREEIN T4, XPC-HR23B
% DDB EHF I X ZEFERBEN S ROBAFEFED DNA HORKRIZW/ZS@EIL, B
EOELEIAKREATH B,

NER TREBEZEDFVIX I LAFRAGDHINSA, T0-DICEESE
BERT TFIH iC &> THRIEFBEO 48 DNA 71—&# DNA KEERSINNTI)LE
ERERINAGTNER SN, TFIH 2 9 @ov 712y sz, XPB B
FXPD EHEBZ2Y. XPB & XPD EHRIZTN TN 353N UTF— AR 5=3A
&2 FEMEEED, NER IZBWTid. XPB. XPD OEA DAY 7 —ABHSEE
THBEIEMREINTWVS (7. 8], % DNA #AEFZHEEINBEBETLZAT 9T
T, ff1iZ XPA EH'H, RPA(replication protein A)& XPG B EAILETH 5.

DNA CHRZEIZZ| ZHE. BEOCHAM T RHENEHNETY DNA BERNESD

27~ AVIRZVAFREAYIDHENS., BBHOTNIT. 2 BREROBERRY
IURXI VT —tTHS XPF-ERCCl1 BEHEBLU XPG EBHIZE - TR IARD
1%, XPF-ERCC1 #&&I. NTIBED sEmBO) VBEIPIZATIESRALE
RESNCOEHL. XPG EREI 3FMBERETAT DNA 20695, DNA #HOE
EHE LB, —F DNA DYIICA2 b2 EEEIR. MECRE T AESH
Tnd, XPA EHHEIZ. RPA D p70 BLU p3a H 7212w FE#HEL ERCCL & H
#ETDH. £/2. RPA 1T XPF. XPC &MEET 2., INHDMEEERIT. T2RX7
L7 =P ORGBAOFEECYIHZE 51725 DNA HORTELEETHHEEZA 5N

%,

HBER 7 LA F RBBRESI NS E DNA BEESHAET 577 PCNA. RPA. RFC
BEUDNA RUAST—ERBELEIND., ZITEEATIEDNA BUAST—FE e
MODELLINEEL TWAMNEEASHTIZAAVN, ZDHE DNAligasel ITL->TH
HWEEINBEEZSNTNS,



455 F G L - EEES

HHEL TSI LT DNA EEEREYIZ@ 2T E . DNA #4412 DNA
BEHABFLMREEE2LLSLD 2, Fx, BRAT2EEROBZEEHMNTZS 0
EEESTHLERETENFERINS, THICHL T, 2ELZVWARDESIIGEESS
B L@ DNA HBEIL RNA R AT —FOEFAHTF . #iERO RNA §RO&
BRETR EEEN. ZOFELAREL DL ENS,

Botr 513, 1985 EICBEEOMAMICBNTY ) ARTEEIN TV SEED CPD
BEEINTWIVEED CPD JO0HEEEZNSZEERAELE [9]. &0 T
Mellon 5id. 1987 FIZEEZNTL2EHEOEEHFME LD CPD 12, SR TiIR
WDNABED CPD SN B ESEBEINZ I E22WFELAE [10]. ZORRMAE
EDLIWEHEIT BEEWEREHLETH Y, &F & #1% L 72 &% (transcription-
coupled repair: TCR)E LN TS, ZNIZHLT. ¥/ LR TEUZ DNA RE
THEHT SBMIT global genome repair(GGR) & KN T 5, £D#, CPD IEH TR
SFRITVI-NR8FFVUITTZOEHEICH TCR BENH I ENBREETN
= ). FR2F7)3-0R8AFU ST 3. BEEREEEEE (base excision
repair: BER) iC X > TEBEINLS I ENHSNTEN, NER DAHZ 5T BER B TCR
/DI ENREIN.

CS fifdid. Xp #fid -FRICENRICEEZHETRT., Ll XP HETETT
SENGRBHZOCRE] DNA &S, EETEEMERERAELCL IV THD. CS #i
Tid. CPD @ GGR REE TH DA TCR AHFRMIIRBL TS I LMELSNITE
e [12]. 7 ARTERICEEZNTWAEEILIY /) L0 BIcTE R E
BAONBIEMSHMEENTEN DNA SR TREEREFARD SNV EE
AoNb, ZHICHL., EEME TREARBERESRIZET L RNA SEMESH
6~8 B TEIME L 255 B (recovery of RNA synthesis: RRO)BEENA SN BH, CS A
TIXZ D RRS MEEE N2V [13]. RRS id. XPA i@ TIREZE I NAWA, XPC
METEHEEMEEERICEERI NS, N3, XPA #MEA NER IZHBVF5 TCR &
GGR O AFDERZ EHIZREBL TWADIZHL ., XPCHBETIE. TCREEMNER
THBIEITHEL TS, MEANEABRBRINDESFEIIRNA R AT —E 1
@ CTD M) rEkEh, BE 1 BRARICIIIIEAER) VE{EE RNA R X 5—
¥ H(PolIa)yWHFEL2< 72D, &) VB EPolINERZND [14], TORED
MR OEMEEIT. n vito BEEEMNHEEL TWa., EEMETIE, BAREH 6
BRA#2IZ Pollla MH HHN D & & BB RMEED in viro EEEENEEL TS
A, ZTHIZHL. CSA. CSB. XPA ff2Tid Pollla A'{H%k L £ X THCHMED®



@ in viro EBEFEE B EIE L7220, EEEBICHSERD Pollla MEARIFEFITL D Polllo
ANEBREIN. FEREFRBENLED SN, BEL RNA SROEBETHEISEERS
N3, TCR IZLNEEHE DNA HLOBEVNIOBEANLE., FohDFEEIU:
FEXI{ Polllo M5 Pollla "NEHEIN, BEENHEINZDOTHSD.

CSA, CSB Mifgi3 TCR #HENIIRBL TR Z 05, BRTFEWMTH S CSA,
CSBEHEMN TCR BMICB W TEHEL NER © BER ZHEB I E2ETE L THEE
TWRAEEMENHI B EBZSNTNE,

5.DNA BER D& X EEHEE

77 LhEEOEE (GGR) Tid. DNA HECESICLI - TidsZ D EHEICHA
STHEEINTIRETLZEAGoNTNS, (6DHNEWL. BARRBHE 48 F
MTIFIEREICEEINZIDICH L. CPD L. 48 BEMRBIZB T 20~30%EEL,
3 AMETHEXIZBEZIN/ARWN [15]. 2O &id, ET S CPD AH NS
DNA ZBE LRI BRIZANZXLBHEIEEZERLTND,

XP BEOSBENUTREE, BARCINERIIEEEERET 24, BEHE
BiZ NER 2RBLTHEST. EAHEBEEHECEENHDEZZ 5N T, 1999
FEVIRRREOIEBMI N —TRUIT AU O Prakash 7 )—7HIZE DN 7 2 bE
DEREBETF Xpv 70— 7Nz, XPVv OBEZTFEMII. CPD 2FDEX
T DNA EHTAHAEMEEFE->THED, DNA RY AS—tnhsmGEni (16, 17],
XPV OERTETOY RAD3I0 OERKIL, BNBRBRHEOEATERAENLATS
TERHONTHED. L DNA RU AT —EnOBEBEENBNWELFEINT
Wiz, BED DNA #EEEFIZIONDHNE DNA R A S —HER DNA RU A FT—te
CEHIEENEL, MECEEETNVAALESFOEEABETS 3’55
FURXRZ LT -EESE (RE#EE 28D (£3). LML, DNARY AT—Enid.
REEEZHET, BEOTWER DNA XL T 18~380 EHE® DNA &ICD
ZE—EOEEBEREZEIUEEICEMEEESENWI EBES MR-~ (18],
7=. DNA R A F—tnid. ~BICEEELMERTERN /=, U, £&ERN
IZBWT DNA RUAT—EniCL 3 DNA BRITERICIY hO—)LTh T3
s ETRET 3, |



=3 WHAEDNATRI AT —FORRITEE

DNA polymerase  Family 3’-Exonuciease

| BEEHR (CEEHLD)
Poly A yes =S|
Pol & B yes 1
Pole B - yes ’ <1
Pol o B no 16 (1/6000)
Pol B X no : 67 (1/1500)
Poln Y no 3500 (1/28)

Pol x Y no 660 (1/150)




TSI DNARI AT —EnEHBEEZLEE4RBERIBAELRELE T2 DNA
T AT—FhkLeDBDOMD, TNHEY 773 U-DNARYAT—FELINS
EIicirorx (18], MEZVDELAEE<OLYENERC Y 773 —DNA &
NDAS—F2HELTNnD, XKB&E® DinB OBAEKREO T ELTHDN 2L R
DNA FRY AT —ExiI CPD 2FVEBA THEETIIEITERWY, REWETH
BERJELV IR L TIREDDOD7 DNA &%, £/ AAF &L= 7=

WIIE- T BETERNIIRDAD I &EFREZNSL, 612, DNA RU AT —
Tid, —EIZETEED DNA FHARIETH oz, ZHud, DNA FUAF—Hx
78 DNA BBERMICEENICEI T TR, 33RATICBNWTIHELS ERRATES
BRTDIEERETS, TO%, MEREOBBZEICPRNT DNA R X5 —Fk
DERBEANTEL THAEIEMBESMERo>/, B M. 512 REVL. DNA KR1J A
TR 2EDY 772U —D DNA R AS—FEFOIEMEASHIIR-TW
3, INSOEBENERIIDVWTIEZEI SRR BHETH B,

B

DNA B7ATHRAGBREEZZITEY. IUIHL TEYIEEHRT DNA EEE
BEH-TWS, LML, §XTQO DNA BEETAHONEBET S I EEALERE
Thb. TNOAIZ, Z<OEMETIT, EBEZERT 2DV ETHIEEL
HELZEEEBBNEFETAEEI NS, /2. MRMVBHETIADICE, BE
SN EEEFROBA T DNA BT AN ABELOUBEREN S LE
THoEOTHAD, THTIO DNA EEHEEOS THEIIN T OEANEATY
B3, Ha7s DNA EEEBLEAGREVBIBHEBEBO /O =7, SEBOKXE
fsﬁsﬁ%&b:;’i% INoDEBOERIIVPRLIBPBECBEETSEEIZON, &

WE{LPRZEEE LI EEITURENSHS (201, |

ﬁ&k‘ﬁ%®DNA@E%%Wn@Ftv?ZE—D%ﬁLtWQEﬁ@ﬁﬁﬁ
BIobBWT., KREEALTRICIDEHRAHEN DD EENE, BESSFATH
DIEIDAANZTLIZHL, BHNAESHINIEBEINTHS [21]. 7.
Activation-induced deaminase (AID) DIZA 6 ZIZLV, HEBEFOIELESH DNA
RO b 2O NICBRIND. ZORK, HEREEEEENTIONITIE
Zoid, BAZRTERINRZL., LML, BEZATICERZINIAED NS
7ZDNA RUAZ—EMR a5 T EICE VEREESNERINS, ZORSR. &
FEAE S DNA BEEESEL DNA BEBLOCEREEE I hO—-L T2 810
FORRERZSEEIL. EFCE S THBRRREDO<SHDELTVWEEEZ 3
ENTES, E<HLWLWEETHD. SBEOWENHHFIN TS,
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