192 a7 A fElxEE

1. BE
27 A JEIEEE (Cockayne syndrome:CS) [L4£4M R 1E DNA BIEDIBE S AT L FHICXILAFRBRE
BERIZE T 2EE £ KB (B2E 48150 DNA BIE DB AMIEE) N TELRNWILITKYRET 2ELE
ARLHEBREDREETH D, 1936 FEITAFXURD/NEFE Cockayne [ZRUTRIIR D EHE L HEEZ 1
WERBENZRITETLLEMIELTRAICHESN Tz, BABBUE. FELEAKRER. KR TRBEOE
B ESR. ERLCRERE. G HEE. #ELLELAESHUEET. BRERS R TERT 5. CS
DARBTOHREHEEL 2.7/100 FATHD,

2. RHA
CS DEEEGEFIRIXILAFRREBERICEHLS CSA(5q12.1), CSB(10q11.23) . B R MK
(xeroderma pigmentosum:XP)B-D-G B DRETH S XPB(2q14.3) . XPD(19q13.32) . XPG(13933.1) D5
DTHD. AF CS BHDFILEETF I 55%H% CSA, 30%H% CSB THY . XP EIEFEIEIL 15% ThH 5.
NODEBEERFEEICEYMM CS ICEAMRER. BEF L. REEE. RIERGLE DL ELERRIERD
BESDONMEIKRLZIZFATHS,

3. fEK

HRBBUE. A DO R ERRERCNE, BOLKIEA. RTEFER) . ERLGRE-REEL. BIEER
T BREUHERGESHREREZEY S, SRERKIERHICHBELE#REEDIZEITI S, CT TIE
Mgt (K ICEER) OBRIE. MRITIIBREMEE LA AN S, CS (FEERAICTE (FHEE) 18 (X1,
ATENCERAGEBRESHY) I BGEFRE RARE) DIRIZHEIND, DM, BRMERIE
(xeroderma pigmentosum:XP) EDEHFE! (XP/CS) 185, RFRTHLNDHCSIXIFEAEN | BEEHITH
5, BB G (HHRE) TEHERALGEER 2. EELXREEEN Ao, AFEHETICELRITKHALEANZ
K5, EEDMHE. HERIIFERELDITRRICETT S, BRI 10 REEANESTERYTERFE
EELGY BHEHICEBROENVPEHLGYBRERBOEENDEIZLS, SELITRT S, BHICLD

SMSIZIZ 5 BMETENLIIBEE, RS, DMEARULS, SMMEE, [FIRBR-RERBLEDE
HHIZBET S,
4. BEE

CS [FE—BIEFERETHIA=ORABHAREIEZLL, CS [(FEMNMENDDIESN ., FHIERCREDEH
[CHZ . REEE, R BEE. FEE. BRECEICHITIMERENTHON TV, BEEI O HHE.
BREISHLTIIUNEYUNERTHS.

5. %

CS BEIEBHEELLRBRET. BREEVLEREZTEZEHLLI FRIE WM EBZRVTEBHTERRT

g



HB, 18 CS L 15~20 . 1 & CS. XP SR IISBETIZHTITHENZ L EBOHTHAZME CS T
X 60 BEFHELHD. BEFRIEIBES. DOEARUL FRF[R-FRERBREOLETE, EEICK
5,

O EHOHEITHELEE

1. BEH
100 AR

2. FIEOWE
TFHGEGFEEICLDESN TS, )

3. MBEMIEEAE
KM HEBEDH THD, )

4. REDEE
DHEN0 REBANTSITRHECTERFETLLY  RRICHEA. BHZR0 . BOERLRS# LA
%)

5. PHEEE
HY (ARMIERDZHELEHY, )

6. BEREENLE
CS EEENFEZFALVT Grade2 A EE R R ET S,

O fAEmiRMHT
(R EDEGEEEFVHAEREFOMRENDIZE
MERKRE ABRKKFZREMREMERERBR BEE



<BMEE>
EEZHPENRET D,

QT A ENREE DM E A

MDCs DHEIFER

EHE
() ZRLGHRES
2B CHER. KE, BEEINS/A—EUFMILUT,
2R AR (EESITN—E A UEDNE DT 5. 1 B XP AHE TIXERIRAIEN S I B TIXEER
MORERTEAN . M B TIERABLUBRICHRH LW EALNGENIEEH D,
(2) BrEEN FEEF
EEOCSITORENMBOHTENVEE TR ONNS,
(3) RO YFHMEERR
2FBATRTIERAIEES. N B TEAONEWNGEEHY,
(4) BYtBBUER
-ERERIRIE Y N\—RRDFIBE. (I, KBRS
-BEREED. REHLUREERIERSHY.

Bz > (FLIRHAICIIHTH RALBRICIRF S EN SN, )
(5) KINEERZAIRIE. (6) BREHH#IE. (7)HIEBRRLEME

Z D DR (FEELBICHIR, #ITTBHY. CS IS T HIFEMEILIELY, )
(8)BAEM B TIEETRMD)., (9) BRI (I 2 TIEXAETERMD)

(10) R EMR (I ETIXETEND) ( (1) EHES. 12)6EE. (1) FEDARK
(14) MERRHEREIE T, (15)BEERFEE . (16) FTHERERESE . (17) MiMERERE

FRICEETLEHHE
(18) BHLAEMEE . (19) PRI, (20)5MF. 21) DIMEREE




<EZWOHTIV—>
BIHRDIEKRDFT() ~(4)DIL2IHE U LD FHIENH NI CS ZHEAKRBLLTHRETT b,

A. BIEFIEET CS BEEEFICRMER *ARIESINS: CS LHETEZET (Definite)
B. B FHRETCS BEECFORNERNREEH ST EGEFHETKRERDIZE
a. FERK (1)~ (4)DH>H2IBE LI EHY . DNA BEHR “ TOEREME BREDETHIHY. TDETIE
BER10D CS BHEB T * BATHMAHY) #RONIL CS LHEFE WS 5 (Definite) o

b. EHI&E (1)~ (4)& 2 THI-L.DNA EEHABRTORENRR BEEDETAHY . ZDETIZEEZID
CS BEEIEFEATHMAET . HANIFHEMIEHERRER) ZBHNIL CS LEEE B 5 (Definite) ,

c. DNA EEHBRARERDIGE
LTFODICA., 2)XIE3) Hid AL DNA BEHBRMRERTH>TH CS LHEEZWTES (Definite) .
DERIR (1)~ (4) 2T, Bl (5)~ (7)D>62IHB L L,
2)ZTDMDERKRFTR ., Mk - BB G ERET — A TERBBREERE. RILI1UIELEENE
EEInd,
)EEHIEHEDIERMD CS EHEEZIINTIVD

*x1 KIFAFZREE. BOEKRDEGE—REAKICRZHEET

* 2 EIIRICEEL T, (5) ~ (6) [FHEBEFITIL2HMATERE TICIETHRETESN, (7) [FERICHESTHIRT
BTENZLY,

* 3 CS BEEEF LI CSA(5q12.1), CSB(10q11.23) . XPB(2q14.3) . XPD(19q13.32) . XPG(13q33.1)

* 4 DNABEEER  RAMRRAZ M AER. B X Ml EE %1451 L= DNABERERITE . B MR, RHMER
5% RNA B RGRERTGE



<EEERE>
CS EEEDFEZHALVT Grade2 Ll EZEXHRET S,

CS DETDESIFRAB DR EMBEISRUBRERE D EIT—BT D, Tah5. B IXRBFH LR FEE TET
LRRIRTHY . 1 2L CS DHB B T2REMNS CSERZETRLIRG . FEHLUREEEILY 5. I BITHAR
MR ARIGIEREZL . XP AHELHERDERDETHIESEFHELRAICHERT 570, FRIEIWBHT
FRTHD, UTOEFEESEIEETH CS HBITHEIETED,

CS EffEFMDI=-HDRa7—k

BERR R
BEB [IEF:0 HY:1

fih EE:0 ETERBFE):1 ETERBHE):2 KBH:6

)] EE:0 BT (@RS AE) 1 BT (RN E) 2 BENHEL:6
pMEE (IEE:.0 EEHY (BEEFETRE) 2 BE4ERE 6
B# EELL:0 SOEE (EFETLE) 2 |[HFF:3

BE 12 O EERATRE 0 2 QBN A& 6
BEEE  |4L.0 HY:6

B

CS EfiEENEE

CS EfiefE CS EEFERTT7 D#ET stage of CS

Grade 1 (pre—severe) 0~2 early CS

Grade 2 (severe) 3~5 progressing CS

Grade 3(very severe) 6Ll L advanced CS

Grade 2 LU LZEELET S,

KW EE N O EIEE OIS IZ 31T 5 W EFH

1. JRAZWICH WD BEHRER, BREFTRSICE LT, BB LICEBROREN VAT, W
NOREO L DEHNTHZE LI 22\ (72720, YiRmoi 2 R iRIERE CTh - T,
RATREZ HDIZIR D),

2. IREBIAIZ T D EIEE SISOV T, MU EFERO T TIHRREMTOIL TV HIRETH
ST, HiL6 2 HETRGEWVIREAEMIHET 228 L35,

3. B, JEROBREN LR OBEREESFEETELL LIZEE L WETH LM, REERER & kT
DT ENBEREDICONTIL, ERERONSRET 5,



