BRI IS (AR RS TR S (B B IRBTZ )
SRS
Pt K2 R I BB L2 B 3 2 BRARIT SR
B TRV BRE O AAE R 2 B9 B R PR AR B A2 R B 7E

wHyeoriis AR HERS

AR IR N U R S48 e i 8 I 7652 - fkEr 2k

H

it

A BBRUFEE (XP-A) & Cockayne FEMEEE (CS) O 6 HIMBIT DD KA - /MEHE
BTN - B E 3T 2 B L RO RAT 2 1TV XP-A TIERMERE IO A
REARRMER A, CS ClEEHER - SO —KINEENENETNAONL I E XL LT,
F /2. XP EETOMBIEIRIC L 2 QOL OEALZ IR T 5720, RESOWMIT 2 ETER
BT TIWCET AT v r— b2 To7. ABEBE TR I0RELLEENT 72 BT 5EEN
PHEFEIZ2 ), QOL bEALT 22 L 2HEREL 720

A #EB®

1. R T E (XP) CILEE MR EMOMREE,
MRI - FIMEHTORMEHEREDR A LN Do XP
& A% DNA BIEEE DS L -2 4 7R
9~ Cockayne FEMEHE T & K & 1 BEES I 7 A3 A
515, DNABHEEEEIZHE ) FERZ & S Mk
TORIEMBACAG I L) AT L7z,

2. MRERE 2T 5 XP BETIZ, £RIIRBIZD
NERN T 7 2 L2 LT H8EHHE L QOL 7
b3 %, 4E. XP3RESDOWH %15 TAER
o A

B. iZ A

1. AREXP (XP-A) 661 (19-26 ). CS 6 # (7-35
NS T EE P ol (N M IRAN M = R OR R vl
2B W T, #F&~ — & — D neurofilament (NF) .
HBEZEH Td 5 proteolipid protein (PLP) & myelin
basic protein (MBP) (25t L CTHZEMEILF Gt
(PR getts) 2 MifT L 720

2XP3FREEe LT, FHli244E 6 H. EFENT
7 (REUR SIS, WM EE I 58
BoegE, PEREBEICH T 28T 75) BT A
Trr—MeEBL. HEREZES - T L7

—125—

(MR T ~ D B RE)

ABFERTENL ERRTS (RH) HOUHRE 0 O 1
BERRPSEREZIT T b, SHIHIBRR, 7
o= MRAEZEOREIZH 725> Tk, T57%3EH 0O
ETOEEIZLBAEE BERED DX T b,

C.HAZEER

1. XP-A Tld. A EBITRENF 72 13/ E B O fl A
B HRMEOBRERD DA LN, —H, CST
. B CTHRILERA & X EBERICKREE DR
BERMEASIA L. & S EEEIBR OB T RINEE
RE O ZE A BEIR O PLP - MBP G 5 % 57
wiz (FE 1o

239D BE - RS ERIEFEE SN, BE
FERSIE 2~37 % ((F3518.9 £ 9.75%). B 23 41
SIE6 Bl AR B DEELBIZ o 70, EE
TENABHGIIE, 4P HOHER, S L EDF
M GRRED) . 102 S BEETRENENLE
2ol MM ECREERENT 7 28T 50 -
WeT - HEROBEE T ZENEET 2% h o572, 13
L DIPFREENHS 2 ERY, 2, ERTE
R 1~4 SERBITHEEETAA LN (K1),



£1 KN - AREEOREMEELFREDE L0

Decrease of myelinated fibers

Age (yrs)/ Cerebral Subcortical Cerebellar
Sex white matter perforating fiber white matter
Xerodermia pigmentosum group A

19/Male © © ©
19/Male © © ©
21/Male © © ©
23/Female 1+ -) 1+
24/Famele 2+ ©) 2+
26/Female ) -) ¢
Cockayne syndrome

7/Female 1+ C) ¢
15/Male 1+ Patchy )
16/Female 1+ Patchy -
18/Male 2+ 8] 8]
18/Male 1+ 0] -
35/Female 1+ Patchy 1+
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