20707280824

JRLE T AT SRR A B 2
HEAVEIR BT IRBF FE R 5

a7 A AEGEREOIRBEREIN I K OB & 77 Ofast
VERX D 7= % DAFFZE
Rk 2 SERE  KeEE - oHEEEREE

W EAE AfRE  HE

Y24 (2012) 434



HiX

(1] eddmfoessss e 3
AT A MEREORERPE L AR E 7T DIEEHERD - DHIZ
WHERERE ARETEL ESREERE Y —ERNE B
BB a7 A AEEEOT 758
(IT] o EaseR s &

1. a4 R | BEFAEECHoRs 0 0 00000 e e 17
SHERSE AREHEL ENREERR Y X —gRNE EE
2. OAT7A MAEEHOEBOMEREIZOLNT 0 e e e e 21

SHERIGEE ACRERRY  ENCREEERICY L 2 —RNE EE
T RS REEARS  RIaE Hag
3. ATA VEREORESEE e e 26
STEREE ARER  ENIREEEMCE 4 — R EE
WHEHE AR, KA SO0, SPIEH, LS ESREEENIIS Y L & — R
7
4. 7 A VEEHEESREEMRICE T 3 BRI S BR T OB c 229
Aﬁﬂ%% KHRAE TERFEREIEEE ZEMERYN 22

WMEH % BRT TEEREREREEM T B8 s

5. A7 A VEBRHOTEMERERR., &L UtORSHRER RO <32
SRS M S BOEEEREHIRTT I SO e Yy b BIBERRE
6. AT VEFEROSFEESEY S .- .. 36

TR B  NIRERRC R SR R R #2
7. KECBEUE O SIS S A DRI 5 IO 7 4 VAR RIS £ AL V= ips 4

RIS, HIAELDFEEIC & HHMEEOMFEEOMAIZAEd28HE - - - -39
STERTGEE LA B REAKEE RAESEUIIRT SRR s

8. KEEZAREORSE e 42
SYERFSCE REEERT ESCARRRE MR NER EER

9. ATA VERBEOBBELBEX ML e e e 44
SEPEE BEEZ #UNTEE R 4— NER ER

1 0.XPG null = JRITHITD a4 A AFERRERIZBET 5% 46
SHERSEE TARIME  RECCEE IS S ) AR S B

[I11] WFEEROFUTICEEd B —ER c s .48

[1V] 2E&E

AWFEHER — I —

VigB&®E  iia.. 54

VIIBFERR GO % e e ... 55



BT EBIE B &

EEIETER BRI 7E R 2E)

[1] WEFEREE

374 VIR OREMRES K WARE 77 OItHER D= DHE
WIEREE ARE FEh ESREERFE R YRR ER

MEEE

A A AEGERHCS)DFFREAFIRR L OVRIR & 77 7 DFEHERL D=9, CS HAAEREATNT.
CSIBIFECHIOfRNT, CS DEFFRYREOMREA, 55 LU CS ORIRERE LSBT EROZEHD
BENCES< CS DR E 77 DIREHER 21T o1, BIMNRESERS M 2807 5
annexin ITIC K DRI, BEMSRBBUEIC T 250 FEmSafigT. (SE7 181
& LT Xpgnull =0 2 DBERFRIFRNT, (S BEBSEOBKEEMIaN S e iPS A
ORI, SEHBRUE DS S 2R TR ORESL, 1RAR T ERIEE 0O B R SR
Et, BIEE LEAEA N VRO, (S OB E TSRO EMEREDRIE, L
EORFR LV DI THEH AR L LB — 52— FIZ#it T, (S ORI b
LETOERE, BEFHEICL > TEROLFITRICZR S & Bbs,

SEPIRE

(DEERE TERFHEFIRELEEE
BRERIEE Box

(2) #TERE SRR ST LB O
Tuv=sh BIBERE

B)FME— KRIRERKRFER I EE
TR R R

(4) FARIRIE  BBURFE ST AR5
TBIET ) WRES YR B

(O) ST REARTE BAEERFVFTT R4
THERRT AT

(6) HIBEZ #IFHFEE 24—/ N E
s ,

(NREHERST  ESCAHFBEER AR ER

A. BIREM

a7 A RO B L OVRE L
7T DYESHERR D=9, (S OEEREHIFRRED
fREA. 3 L ONCS ORpHRERE L BT RO

FBDORREHIE-SL CSOIEHE L & 7 DHEsHE
FREAT o7z, BRI ) =4 A e
#£ (CS) T DNA BB A IEEHE
DM (FZH) . (2) CS DK THEEDE
PRIFEREFAIMET (). (3) (S 7a vk
SHRMED N ABIERE CRIET D54 _TD
EARMEHRBRIE X5 4 T B R
B G . (DCS =7 8ime LT Kpg
null =7 2O@ERFH), TFESEAT (h
). (5) CS BEHEDOMMESERIRIN S & R
ips MRAORISL, SEHMEEE DO 5 72 fiae
W IEORESL, MMRE(LOFEIZ X % Hija
HEFEOMHIMEOREA (Gra) . (6) CS 0FF
EELEMEA b LR HIREE L RP A5
b= G (V). (7) CSERORE
N ARAMOEMREOMRTE (BBH) |, (8)
I THREHERL & AR — A — U TOARE. B
TV ZHIBR U7 IR ) B CS S A4 O
f#tT, CST B DFET- B DAFZ DR (A FH)




ZATUNCS DEAE L BEER 2 OFEANC & B 2 A
SEERC B D A 2 TOBREICET A L
FEEIE L,

B. HiZEAE

(1) CS Ha3k transform & 3EHERLZ 35U VT,
annexin [I EEFE AJES recombinant
annexin IT % > /37 & (rANK 11) 2 FiWN T,
HEREOPNAT annexin 11 B4 AL S47=
Ba D, IR & SRIMRIEE DNA &
TERREDS BN 2T L=, (2) CS BB 5%
S THARCS 2y NU—7 | O 1% B CIE
IR - (RIEASRERFICBET 27 v — A
BLOYCS Hiid4 B GECREER 7~35
%) (TR DR TER, SIS (PPN)
(R D SE R bR R B R 1T o 72, (3)
FIRED N AR CRIET 54T
DA NCAMBEIE 6 B A ME— D2
Wit o X — 2 AR LI EE Ol T
MeRF L. SFED N ASIERSR, 4TF4ws
HOTFEZBME LT CS 22l Lz, (4) 4%
#9920 B0~ U 2O - BSOS
WEDFTEUTAZAERYENT, Xpg null =7 X
DB TFHRREORE 25572017 Spgnul |
~ U ADNggsE AV DNA = A 7 a7 LA
AT LT, (B) oA EGERRE R
DIEHEEFBIED S & b ips fiE A 1735,
F L ONCS DB HIRR2ENE 2 A~ EH DNA
AR (UDS) . RNA &%ENE (RRS) . DNA &A%/E]
15 (RDS) 2 EEANCHEST D Z LIk Vg
S, (6)CS HRBIOB A B LA b LA
~ T — DS E Y CREAT, B L UMEIR U
ALOFEEE LTORF AT b=
DREZEAITS, (7) CSEBLLOKER 2 Flks
BEEITo7, (8)CS DEEFAEN SNV L
MO TIERD O 7 T Hast 2Bk, FAESE
BRtE. AR 21T 72,

(BRI ~ELE)

ETOFEE, FFFESINE O B 3720
BICESS Z 2R E L, MEITS UM
FE BB HEE RS OARE B TIT

277,

C. HARMER

(1) BEFEAICL BN annexin
IT BRI, BEIE~0 rANX 1T 5300
W X DHIESN D annexin 11 FEERHEHRAVIL,
& BITESNRBIE R M A B L 7=,

o [ [ BN %)
=] (=] [ [~ ]
T

TUNEL-positive cells
(% of total cells)

0
rANX II - +

B EERBAD (ANX | FIC & B%E0
TRAB T R b— XD

(2) CS10 9 7 i CIME T E (ZEhik
B, BRE. B0 RAabil-, X
512 10 B 6 B CHEIREE (B olR&,
ANIR - REEEZE 7REIER T o R EE)S
BElE], REIREFR COEE) 2SR ohT,
mEDOINENEZ b2 59, MAP2 - TH -
CD -« VP B+EiC L0, xR X FEHIC, R
THECERL (EFE, AR AR,
SMAIES) (SR EE R 2 B E T &,
FEPMAIZ TIE OxA BPERIIE bHER SN,
WTNOEZIZ S GFAP BT 2 h a4
~ D¥EINEFRO 72D > 72, PPN Tt MAP2
BRI HBRE OO GFAP BEMET 2 R -



A FOHEMRL LN, &6 451486 T
AchE BT 2T L2 U AR E BT
PLTWe, (3) FHIC 1Ho> CSA (10 7%
BRED. 1o CSB @ EBER). 160
XPD/CS (1 5%, BE)., & 3H/NECS 5
TESWT LTz, & BICKEEROAZ LMES
L TEHT UV-sensitive syndrome  (UVSS)
CEEITEWT UTER (61 %, &) 10K
T CSFRLLOAHRAER S HER U B L7z &
ZACSB THDHZ ALK, (4) Xpg
null = o7 2 DEAEINABIARERRDTE I=CRIRN
ZER O IME A B L=, Xpg null w7 &
DOTERFED—R & LT, /IMEDOERE DI
7o BERENBEEST DI EBNTRENR
Too F7-¥pgnull =7 A THEIZHEDZE
D DT 30 {EFRREERH (DNA {518
B, DNA DEsERIE, Z{LRTEEmT4%)
SN, S E BITFEMRT 21T 5 FE
Tho, (5) (S BEHEROMHELAIIZIL

FRFZEATDHZ LIZE D LR LIPS
M2 RBISL 5 = LITEkEh Lz, 41 CS
PREfITICIER S D Z L1t B,

M2 44 UEREEEED iPS K

FTEERAADHTIR S RDNASE F 721 3RNA

HERMT 5 2 LI R Y | HRERREDODET

BIETH 5 EHDNAGHL (UDS) . RNAAF&IE]
18 (RRS). DNAZFKIENE (RDS) %
D T EATHE) LCSOEE i MRS T 21T

TEERNRIE

DT ERFI LT, (6)CSOBIRE CIIHRED
&*6@%xbvx?~w~@ﬁmmhﬁ
IIERH BT, CSIZBWT AT h=rDFET-
% {R&%56-sulphatoxymelatonin 1K T A3HEE
STz, (T)CSEBILLOFRRR 2 FlDksE - 1
RN, KR, TEMERREL, i
TRPEE 2R L, 65k d Y BEETCT LML AL
ERBORIRILDTBD iz, FE, IR
I IPEEITIEORHIREE 278 L7223, 204%
£V BRI SRR & FREED T L
2o SERICT CORBEEZAIKIITN A, B8
’*"‘BMRI CCEEITRAERPTRARDT,

K3 FE2BI0EES. MERE

®) FERG7 . WEtE, HHE IRRLAHHE. E
HEE, BHEEERT. &iUE, TA»A, B
RRFERE - ARUIEE, 3 - BRL BRI,
T TR 2B L M EED R — 5= |
(272, (http://www.cockayneresearchcare.jp/)
AT — DA N TS HEARE 4 5 CSMT
EERLEBH LD, 2, ARICRTS
RABEOREIH100H HAES -0 2. 76 &
B, CSOHEERE L FLTRROZEMOME

D DEAREIT DRSS NI E
B\ D T L ERLTZ,

D. &%

(1) SRR HERRRA DN & 2L Dannexin
[MEZWAEI D L, & bITERINEBIER,
ZMEBRILT 5 Z L8 TE -, (STDINA
BB D IEEREEOABRRIRIC 723
DRRFETH D,



(2) MRS LR A T b= HRIHET
LB TIRNERRTOBEN TR SN, R
R TS EOMERRORED, 4f1E b
FRERAE, PPN IREMAERAER SR
BRIET T & DBHEE S, BRNEERTOEE &
AW CCSEE COMREEICRS54 5 7
REMEDS N ST, F72. MeynertZ 7 T
N ) AERRITHREFRIE - FE L OBHED A
B, MeynertBZRZSDSCSBE DRIFIREEIZ
BhE L TV D FREME S B X bz,

(3) CSBELUVSS (UV-sensitive
syndrome) DEFENCE L CIIMEEEOREE
WChEE Lo, BB EFSRESZU
VS S—AILEREZFFOEMEZRE, UVS
SIFEFERREMS L L TDCSThHD &
EZDHRETHD,

(4) Xpg null= 7 AD(SOIFEEETT /L& LT
- OB RS HER ST,

(5) IPSHERTAEINIZHEE, HERFDZIEIME T L C
WA ERTRINEN, BREITA SN2
ofc, FTIEEIAORTHA FONAE F 721X
RNASH ODAZFRIZ 1 0 CSOFEME e ARSI A e
SLENTE, (6)CSIZRIT AREIREE DK L
LTAT b= ARHOREDHEE SN,
(1) 1BlE = A AEGREOIFIIGITH
DRTREMEDSE 2 DAV, 2B I3 LV KA
BRILERE & B 2 b,
®)YFEF—L— R THREH R #E 5
Z & T CS DEICRED A EREBERE DA T
I BEFGE~DIF LWERBIREt T 5,
BEFRERE DY 7 LEBOEENRI L
(e & ERBDND, 7o CS BASEIT
100 FHAEDTY 276 ThHoT=NZUIE =
—2 X0 270 LIFER L TH Y ANFEET
ROEDEEZ BT, CS KB EITK
LTI TIREBIC S X ADBTEDOEA, B
K OBETHID Cachexia DHEITASENZ &

LHEE NARBLUEADERS ICEALT
HREPMBETH D,

E. #5R

(1) SEHMRBRE PRI O & #hDannexin

IIEZEAEIED L, & BICEINRETER
SHEBR(LT B LN TE,

(2) CSEE CILAEFAEEE, MIREE 2L
BUR THEELHET SERPEL TH S,
CSEE10BIDT o r— MEFTTIL K 3 55D
2 DBITHRIETAEIEE, BEREE A2 b,
F7o, BEORERIC L S TEE TE
FRZIIHER SN, AR FRAIRIECE
70T, —75. MeynertkZ & gL C
TeFa ) AAREOEERD DT b,
CSHEAE COOREMBEIRFES , HROREE & B4
B A REMEARIR STz,

(3) C SIIMHERTIIH HHC SHEDE

FRAERE B9 2 BEODM, BIERRER
FHORBOTOIZIIAHME—HERF LT D

CSiglrt v & —ldB| &k o2 &

WEETHD EEZD,

(4) Xpg null= 7 2DCSOEEEHIEDFRIETE
TE L TOFRAENRENTZ, R~ 20D
DNAMETEREE, DNADERERE, &L ihEE
FEORF HLOSOARE & BhE 2 FREMEN

EZ ONSHROFBEVEFIND,

(5) AT A EFREBERR D ipsHlfass
BERE B S, SR, BB S kT
U TR 72D 2 B3PI NSO

REftTstEL e & b5, F-HEEMa O
Fi5 FXDNASH & 72 1 IRNASH DRZRRIZ L 0 CSD

MR SRS S Tz,

(6) CSIzRT BHEEHREED—HE LTAT b
= RO REDHEE SHUREIKE LT

7 h=U BRI OBIRBHER SN D,

(7) RESEERZARIE 2 LT RED2
SEFIOZUNERREZ R Uiz, ZhbOEFIDZ



WrPIRAE A IRER T 5 Z & 23, a7 o LAE(ERE
DIFRED & IR DFFENC DN B EE X D,
(8)CSD/r 7 et 2 ABRL L M BER — Ar—
Flz#ETs, (SO Ebs “C@LU?%‘\
BEFRIZE > TEROILA LI FTEEC
5 EBbhs, CSHAMEEITINFEE, 1@132%
170 <L EATH & VB BT cachexiad N ERA
THRENITBE R L 725, B D OIEN
VETH D,

F. BIERR

1. FRSCHER

1 Suzuki, T., Ly, J., Hu, G., Kita, K., Suzuki, N.
Retrovirus-mediated transduction of short hairpin
RNA gene for GRP78 fails to downregulate
GRP78 expression but leads to cisplatin
sensitization in HeLa cells. Oncology Reports, 25:
879-885,2011.

2 Jiang, X., Ren, Q., Chen, S-P., Tong X-B., Dong,
M., Sugaya S, Tanaka T, Kita K, SuzukiN. UVC
mutagenicity is suppressed in Japanese
miso-treated human RSa cells, possibly via GRP78
expression. Biosci. Biotechnol. Biochem.,
75:1685-1691,2011.

3 Kita, K., Sugita, K., Chen, S-P, Suzuki, T., Sugaya,
S., Tanaka, T., Jin, Y-H., Satoh, T., Tong, X-B.,
Suzuki, N. Extracellular recombinant annexin I
confers UVC resistance and increases the Bel-xL to
Bax protein ratios in human UVC-sensitive cells.
Radiat. Res., inpress (DOIL: 10.1667/RR2561.1.) .

4 Tanaka, T., Sugaya, S., Kita, K., Arai, M., Kanda, T,
Fujii, K., Imazeki, F., Sugita, K., Yokosuka, O.,
Suzuki, N. Inhibition of cell viability by human
IFN-f is mediated by microRNA-431. Int. J. Oncol.,
in press.

5 Hayashi M, et al. Lesions of cortical
GABAergic interneurons and acetylcholine

neurons in xeroderma pigmentosum group A.

Brain Dev (Epub) DOL:
10.1016/j.braindev.2011.06.015

6 Hayashi M, et al. Brain vascular changes in
Cockayne syndrome. Neuropathology
(Epub)DOI:10.1111/.1440-1789.2011.0124

7 Miyata R, Tanuma N, Hayashi M, Takahashi Y.
Focal encephalopathy having recurrent episodes of
epileptic status and cluster mimicking
hemiconvulsion-hemiplegia-epilepsy syndrome.
Brain Dev 2011 (in press)

8 Hayashi M, Miyata R, Tanuma N. Decrease in
acetylcholinergic neurons in the pedunculopontine

tegmental nucleus in a patient with Prader-Willi

syndrome. Neuropathology 2011;31(3):280-285.

9 Hirata Y, Koga S, Fukui N, Yu A, Koshida S,
Kosaka Y, Moriwaki S 5-Aminolevulinic acid
(ALA) - mediated photodynamic therapy to
superficial malignant skin tumors using Super
Lizer™ . J Dermatoy 38:748-754, (2011)

10 Moriwaki S, Yamashita Y, Nakamura S, Fujita D,
Kohyama J, Takigawa M, Ohmichi H Prenatal
diagnosis of xeroderma pigmentosurn group A in
Japan. J Dermatol, in press.

11 ZpE— GERUREVE 4 BORERER
gt EFED ERIF

12 BipE— ERMFE RERE BHO
165 2011-2012 pll6 2011 REVL% EPRH

13 G E— B HREEUE & BE SRR
B AARBJERIERMES. FIRIP

14 TR — BRMHRIEOBEE 2K
Visual Dermatology 10:448-451, 2011

15 ZE— GRMERIEENV T b HET
ROTDEHHER (AT 4L a—H)
p40 2011

16 HYREZ. BMERE L A A~—d—. /PN
B2k 74; 931-936, 2011

17 Tateishi, S. A novel Radl8 ubiqitin




ligase-mediated pathway for repair of
camptothecin-induced DNA damage. Cell Cycle 10,
(13)2057-2058. (2011)

18 Yanagihara, H., Kobayashi, J., Tateishi, S., Kato,
A., Matsuura, S., Tauchi, H., Yamada, K., Takezawa,

J., Sugasawa, K., Masutani, C., Hanaoka, F.,
Weemaes, C. M., Mori, T., Komatsu, K. NBS1
recruits RAD18 via a RAD6-like domain and
regulates Pol h-dependent translesion DNA
synthesis. Mol. Cell 43, (5) 788-797. (2011)

19 Hendel, A., Krijger, P. H., Diamant, N., Goren, Z.,
Langerak, P, Kim, J., ReiBner, T, Lee, K. Y,
Geacintov, N. E., Carell, T., Myung, K., Tateishi, S.,
D’Andrea, A., Jacobs, H., Livneh, Z. PCNA

ubiquitination is important, but not essential for
translesion DNA synthesis in mammalian cells.
PLoS Genet. (9) e1002262. (2011)

20 Kubota M, Chida J, Hoshino H, Kashii H, Ozawa
H, Koide A, Hoshino A, Koyama A, Mizuno Y,
Yamaguchi M, Yao D, Yao M, Kido H.
Thermolabile CPT II variants and low blood ATP
levels are closely related to severity of acute
encephalopathy in Japanese children. Brain Dev
(2011), doi:10.1016/  j.braindev.2010.12.012

21 Hoshino A, Saitoh M, Oka A, Okumura A, Kubota
M, Saito Y, Takanashi JI, Hirose S, Yamagata T,
Yamanouchi H, Mizuguchi M Epidemiology of
acute encephalopathy in Japan, with emphasis on the
association of viruses and syndromes. Brain

Dev. 2011 Sep 14; . PMID:21924570

2. FRIFER

1 Nakane H et al. Histological analysis of
impaired spermatogenesis in xeroderma
pigmentosum group A gene (Xpa)-deficient
mice, 55 34 [E B A5 FAEWFS FET

(2011.12.13-16)

2 BRIEZ, TRRESERE, dEbhh vz, B/KIEHRE,
B HESE, RS, MM, B AEE
IREDHERTERY X AL AT b= 5 37
B HABE O EEFSFNES @S
2011.9.29-30

3 BHEF REHRT SHEE, THADRE,
NBIER, SRR IR ICEIR & A,
EERORIRAG, R, FEEmRE, K
B, BEEELZETSI, I har U7
e ET DMETREZ K 9 Bk, §
59 EIZEE NGRS (2011.12.9)

4 MR NI I R R DB & R« Bl
DFERE. 5 6 VNIRRT It S, U8
(2011, 10.29)

5 Segawa M, Nomura Y, Hayashi M. An autopsy on
90 year old female of Segawa disease. 15"

International Congress of Parkinson’s Disease and
Movement Disorders, Toronto, Canada (2011, 6.8)

6 RH &R0y, SFIRE, MAPEL, BHE, &
tigs -, MOHERE, RRHIRF, ZHETAE, HEE
Z, JNRETE 2 AEEREOFAUC X B
FRIREEE DB & R ERRIC OV C-2EE
£V- FHOIEVNEMREE 2011 Mk

7 Suzuiki, T, Ly, J, Hu, G, Kita, K., Suzuki, N.
Continuous approach for knockdown of GRP78
fails to downregulate GRP78 protein expression but
increases sensitivity to cisplatin in HeLa cells. 16"
World Congress on Advances in Oncology and14"
International Symposium on Molecular Medicine,
2011/10/6-7, Hotel Rodos Palace, Rhodes Island,
Greece.

G. FHIFTERHED TSR
1. ¥

L

2. EREERG

7L

3. F D

7oL



aly A VREREE ST RS

BREFBE 274 VERBOREBRBAS L CARL 7 ORMERO OO

R—LRX— (http//www.cockayneresearchcare.ip/)

RETT7 HBE—
o ARBHL
#EE HAEZ
RESHHE HHERE
EENEE  RHRTF
BHAEET HIEEZ
sE FHHRE
TADA REBEER
X% R HEEZ
. BEER MRS

© @ NP o> wN =

—
(]

1. BEr7

Atk 6 r ARELY EELRNBRBEUENE L S C SBEDKE S 7 ORERITENG
B TH Y | ZDOFEITHEAEE S CZEER D D, BiE (BB X
ETAEEREOTTO AR OFELER L, 26, BE, BT, KL (FBHRE
WEI DY) R ETEDRIDBENEMDZ L0 HIEE D, BHHROAHEIR., EHMEE
JT A HEE, REIORMR, BF, FE S8 0 > MNBEOFEREEET S, —
5. #BE (EFR0E0) IR Y VR 7 U =R Y v 7 U — AR RN
FHETH 5B,

CSBETIRXZ VAT NREEERDHDIE»RVIZD, 4R, Blor ) I Y
V2EBER6 —4NEMREODNABEEFI X Z L9V UVB~UVA2 8l 6 0
PO & 70 D, SEAMRRR & LT,

@ SMHEFCIEE SPRE, mPAZ L— ROV 227 U —0F D 24 H L, B, BX

R M. SEAERBEERR, UV Ay NREEZER TS
@ BRNTIIBEATFTANUVI Y N7 4 VOB L. KBBICE L= 2810138 —F

CERERT S,



IREWRA L N Th D, m 728N % BV AE R OEIT 248 < FIEEM SRR S h
TWb,

FABEER DA UL B TSI A, A, FRICKBEIR S BB M3,
FOXIRBICIE3~ABORT v A NAAA P 28HT 5,

FERICRIVITITHRE, BREEDKRTICEE L CRBOEENSET ), = OB(LIZHE
FICTKHSFIRETH D, FIARE TR OFEME IR 28 AR BEEIZ R0,

‘'S PF (sun protection factor) IZ#RFMEBIE (UVB) (SERFRICRGIZAIBEZ &

DRIEZF Z S, BAUCORNHFERER) 26 FEEHET K TC SAEETI
40~50+DLONHAELEINS, P A (protectiongrade of UVA) 1Z4E5M R A (UVA)
(—HFR 72 BALZ B2 B Z L, HEELICORNDEEER) 76 KE 5T 55k

TCSEETHEPA+HNEEZ LV,

B YRRy ARG, X F N MRE R BB OORIBREAT uA REHA

MEERT 2

nl

(KERERRFRRESHEPRELRELERY & =)

2. EEE ()
e () X s A ‘/F@ﬁ@igﬁ%%ﬁﬁﬁ%f‘&% BHID 6 OXIRBMETY
(1), Nance and Berry I3&f{z+2 AR T A MR & L bREE L

FErRER 2N A TIRBHORE (EWK&@@E%@%’E@)\ BOEC@atE, it (i),
Frggi, B 5 5 3 o Hidia< (S &b d & LTWET, il (R)
RS WOETCHROEE DB S KRR E SNETHENLU LD Z Ligbdio T
A, TERTE 80900 EEDEH N CHEE (Rl 2boTwnaeahid, &
b 0WF%2. AENBECREE, EREE, Bl (hl) BEEZ T2 LNE
EhET1),

(1) Boraz RA. Cockayne's syndrome: literature review and case report. Pediatr Dent.

1991;13:227-30.

(BB EFEMEE 2 — HRNE AR ERED)

10



3. HEEK

aR = A ERREE (CS type I) Tid. 60RRRELIREHEEA L O ES, EIC
FE RO R NSE ISR IV HE L, 20 REBE D Z ATl
B> TLEDS 2L bR HY /A, TEMMERIS (ABR) ZRRFEICHRE LiZ
HETIE, Flin e & BICET D ABRAEDRMED LF & T LI OERIER %38
TWET, T O ORTRITEEITET§ 5 RS HEEE DO FTE & B O T RT3
R LTHEY, - TIRBEENIIEEROREZ AR THLINEZO LD
DEMEGFBD D Z &b, 27 A EGRRICH DAL D BRI EREERE, T2 bk
g & RS 2 & o ARG R T B 1T DT ARG OBITHRZE ) & N E - B
Z CRIEME) WCIEDRDbDEEZBNET, 37 A EGR TIXMAEREECEMICES
SREEOBN/MUEOHBEEEZH S BENEV D BEOHEEEEDOKESL &
5 A DITIT ABR A FEZERFHICIT ) Z & b A TY, EHOITETHREEEL & b
189 3 A IEGRRE LR BN ISR AR 21TV BEETE. BETE. ST
FEZEDH LN L Z28ME L TOET, L LERESEIT L TL 5 & flEaEE N
WEEZ 722 2 ODRFRTT, MEEE ORI LB LORERFEAEE L Bbh 4,

(WL FEE ¥ —/NER BB BEZ)

4. IREEOHE

IRBIOET & L Tid, MIRAREMHE. IRERKM, A4, ANk, IRIE. AEESL
EDH 5, MAEE ARG MSBEER A E I N e ENE, ANEOIE
BRI UTERMAT Y ZEREE LW, S LICHBOEKREa L Z 7 FL XD
ERICLEMECIRENLETH D, BEFHEEMORETIE, BAREL Y BOICE
EREMSh2 28 bHD L END, AEERD Y —BOBENIBRENEITT S 2 L2
HLUWESIX, HRFEREMRE. TR THIITHBIEEMN OMEIC L W R DOFTMEIT
ITENEFE LW, HOBEEIIFEH L & bITHR2ITET L T, MEGREEMEIC
B LTI RARIBERIEITHRED L TA RS 60, BBERMICITESLAD Z LB A
bNDDT, $ o7 IR EbUBERGEEITESET S, RERSWHZ LD T, EHHR
B UDICEVWRIRER EHBET 5, REMICHEEZRELTH 5 5 BAIIL4THEE

11



& OWMEDFEZ R, BIRELOEEL T2 L bREITH S,

(FERFHEFFHEELFTAERER MM 2HRA)

5. EEfE

I

A EBEHOBRE S AT, REBEERRONET,

HOBROTEN S £ TEFTICFEDO-IE -0 (M) ko AT o 2anen
255 (RFE) 2, < OREEL LS 720 £9, FREOBTGO 72 I A ARSI
MBI LR B REOBEESNAEL 2o TERLTLES 2 & (1) b, T4 8
fEESEET, FOEHOMPVFRBICOEEZROET, ELEBNBFICETLED
"ARBEEEB N RLOND ZENH Y . FRICFOMMNNESD 2 (IRE) 2% TT,

RSN A DORERTIZ I D OERISKH T 2 BAMIEEIED 0 TP, EIREE
MEE DD T T REEMTONTVET,

T, STRENEZHER L. BEOWELZ T+ 5720ic, BEEE() B F—
a )R BIebiEd, BEOERICH L Cid, BERAHmSaE (A 2EY £
T, FERLERTIE, BEFEIADPBERIS VWL ), FREBATHITREZ LWL S, B
EEED LD T2 EOBRERENMLE T,

M TREEER X L ORI L ATRESRB b E ¥, FE, EEICH LT
TRHFFEEKR L WO ENHIRBREED THoTEBREIAZRBRL TWET, -0 %E
TLEPIRERICT L CLUR RAE WO EBRES ThH oo L OH|ELHTWET,

I D EENREE BRI D2 E A EKHNET 2 2 & T BEEORMEESH OLEL XS
TR MRS RIERIE) R D 7, Bilf, 27 A VIEBRBEOBRE SAIKHLTHLZ DR
WaIToTz, EOMEVNHTHETN, ROBREITZ NS OBETT,

(EZA iR R NER RREERF)

6. BHREET

oA CEFERICBIT DEEERET (BES) 2B EEn T Anhbon,
EMTPREAEATAEEREREEZONE T, RIFEIECEAL 21 FICEK L 7-2FH

12



RE T, BEEOHEEIERE 16 Bl 1] (6.3%) LZ<IEdHV EHAD, FETH
15 file 8 B (63.3%) L@mWEIATLE, BEEORMICIZMKERENSFHA T, Hi&Eix
BIRICE > TIRYVEBRDPNORBEMERM TCHOIRRL I LT F=VBED LH Thh
DES, HEDOBEIOR (HBEODLRWEE), MIFS LT F= U I3EDICH TBikE
ETZELIKBRLZRNI LS H LD TREIFV AL T C bBEEIEOIIEL LT
ESNTOVET, BEEETOSE. MKILEFOCBEICEE £, ghoh ) Y
LAREIRIER, ELEbTRCEVEETTE, BREDBEENRVEARLY, K&
DAYV T LEFERLIEDTDE, ARBRVANVETERTAZERHY £, £72, 7F
MEREIZ LD DB RLENDZ L bHVET (BilL), Iy AOEEIFETL,
UVYBENAEFLET, o, FoBRIMELZ B2 RLE L 2EAT LD, B
AEDONIFEMENR LS HONET, 61T, BEERTICL VRS 0HERKS & HE
HTETLAREDRRICRY $3, a7 A VEEHOBEE IIFEEMITT, k&< 3
DIEHEINET., T7bb, RERERE CREEIEIE, SREREEEBOEE, &),
RMERZ (BIERMEEE) . MERRE (Wi, MEEER) T, x7o—%F
ERHZEHT DI L bH Y ET, MEREABREE CO L ZARENRENTLTT, K
WIRBETIE, A% b BEE OREBETZED THFETT,

(IR E L & —/ AR BHE BZ)

7. ®iE

BIMEZ L < RO DREIEA, ZIREI/ N CIIB S R ERIZE S 20V &R
ZVOT, EFNICMEZRET 22 ENEETYT, M L= DEHER &R MmEHES
MELEBEOEENG < 2BHERMES H 50T, EHA A BHEEEEM & KUNIZ /20
F9, — 7 SEDERe ETEAMEFRELE L COBRMELENA S TRV EHH 0 .
JEGIEICHBIROMEELEZRET S EOAEATYT, Ef1 EAS LATEL H
UEEE LT 2 O T, eI EEMFENEIG L 720 4, BHREL BE L2
o, Ca #4573, ARB/ACE FREZ., FIRA. pEMELZEUICRIRTILERDH Y £3,
Ca FETUEIIMEIRIEM A H 0 . HBEMEER b D700 T, AHEDE a7
EFEE T L EbnEd, FAIREOFCIIMFH Y T ARBOTIZERNHBDT,
EHHIRESLETYT, P L =rBENEEIL, L= fEZES ARB/ACE (=3RS
IR0 . IREBRPEEEICLVEWSIT I L 9,

13



(TERFEHFFNRELET LEBERZRM  EAE)

8. TAMNA

AT A EGEFITAPADY A7 TEL 0 EVnbRTWET(1), 140 A0
TAVIEGRHEOBRESAVEFAE L EMETCE TCADADHDBEIIET5 %15 1
0%LWIFERTLRE(Z,3), —MARTIE, TADPAEZBELOBEIALOEL (B
) 120, 5%7H1%THY, ar A VERHEOBEESAT—BOF LV ITTAN
AEFFOBRIEREVEVWZETHN RIS DNMEEEECHIAREMEERELY L TA
MADY AT IES EERERE LTEEENETA, AFEHOLERE CITHED
EI% 2 3 AR5 ARTVRAREDEERHS LD L TLERT Y b a— it
NLEFOL S TLE,

b LEDRI T WNAREREZ o7c b, KIRE D 20D TEEMICHEIT. & LHWT
WOEIRLAREDOEAN ZREET, BENERVE I EANTZVLS DL &E S
ZEREEAT, h2oTHOFEESTZY ., IBHZFER L, HEfk, ZEEOEKE L
LRDIDTATOLRNEIICLEL L I, KT, BORMTTRIEEZ RS LWV IS 137
WDT, ESWVIRIENR, EONIZA I 7T, EDL SV OREREIEE - 72 By
TLH) ZENEELRVET, MO TOTVRAREETIEF I VI SRBITARNTL &
I RADBFFEIEE T AIZ®RY . BTRE TV & TALAREDOEHDN . H
TANARERRTEDSZIT/L ) £, —REZFHR & U CIERR R OB E O & (K557
EEZEZ LT VIREBEIED £, a7 4 VEGEIUEE ORBERDREESITH Y
FHA,

(1) Shorvon SD. The Treatment of epilepsy

(2) Nance MA, Berry SA. Cockayne syndrome: Review of 140 cases. Am J Med Genet
1992; 42:68-84

(3) Rapin I, MD. Cockayne Syndrome in Adults: Review With Clinical and Pathologic
Study of a New Case: J Child Neurol. 2006; 21: 991-1006

(ESLRBERIIE L2 — SRR ZEEA)

14



9. XK#& - R

A EFERETIE, RO EEMNAR, WILTEARRD ONE T, BAEED
TSR OEST (FICHAERBREICL D) ICLVHE L, AEEREORITHE-
TREEENEBET 572D REFF 2 —THBLEE) L ORIBERAOEAICT Y
BAODRBEBRIEETY, TRICEMRTDHBHIRFEEA =2 —13H 0 THAN, BR
ERHLNTHBEITIT, BAGIR, 7V 7 AHIRLEMEIC ST 28 AHIR2 &b SE
LY ET

RO REERENE L ar A VIEEHBEOBREIC VW TE T4 7 v 4
777 4= (VF) ICL2FHEEITV, BFREZEFTH 2 LICL W REERAKETE
TPz HmE L TOES, BREREOETIMEAZRH 50T, A X 72085 %4
T OBRERA TE 2 HEEZRET 5101%, VFRBEIC L 25ER8EH ¢,

IR E L —/ IR BHE BEZ)

10. R

2 A VIERERE (CS) BE CIIERCEIERETORFENL b, HE FLHEEDS
b D, FE~OT 7 — MREIC LT, RERGEE (TEER, K5,
HEO®RP) PEEBCH LN, EREE (AR - BEEES, REERT OS8R EEEE
) b—EOREHTRD bz,

RIS RAE DS WS IR ) RARBICE ST AMASLEL DA T F=r DR
FEM (6-sulphatoxymelatoninn : aMT6s) % 4FREMERELA A v MR CHIE L7-, aMT6s
RepgEtiE, R (Control) TIXHRMICEMEEF L, UBREBISE L CETLE (F
X®), —F. CSEETO all6s RFHEM (o) 13, A (), Z5VNCC S LAk
WHEREEEEICL O REENE U 5B RE XP-A) B2 (B) Lo bETL
TV,

15



350

300

250 »

200

150

6-Sulphatoxymelatonin (ng/mgCre)

100 !

me @ i 7 ¢

0 5 10 15 20 25 30 35 40 45 50 ‘
Age (years) g

& Control BMXP-A - CS

<HEAR - REEY XA, (KIBY X AT 545 7 >
CSERFIBNTL, BHOEBELZEONEMED AT k=L HEED B L L b
(O, —E LB IR - AR T 2 BIEA OB LV OB 2 LIc kY | BEIR - R
AL RIR) RLEEZ B LNEETHS, ) ALABENBEDES. TILE LM
ARLUTZ BT, 2010 AR THRAAEIREAK E LCRATSNIZAT b= SEMHK
EDTANTF L (BELLe) 2, ARBRICEBELANLRLLZLLEE SRS,
(CHAUERE LRI HHERS)

16



Wk 22 FEEATBREMREMNE ERMEREERFEEE)
[II] SR sem s &
WHSERRAE © = 7 A IERBE OB B L OVRR & 7 7 OIREHER O 7= D5 |

1. A4 VIEEER | ARG ERTHORE

UNZ3EE )

(ESLEEEM S 2 —RNE BEE)

MRES
CS1
FaEld WMEZHLEL,
YL BRI & LTI RRE
HERFR DR, R B,
L0 7 ODOFTRNREZ
i &
BCRTREM & 9 Do,
BUN, Cr,
LT oT,

BDAEFY 21 4 EFETH 20 FIOFEER, EERERE,
A%T@@é%%ﬁbk@%1@€%4Hﬂfw%
Bt@e, B, ZATZRICREIN
%@Em(ﬁi@%fﬁE RibThole, Zh
WIOBEZERRNA L e d I LRI NIz, £1F
FECBICTHEEZPHIZFTR L LTREE, HE,
SETIRIA & BEE L 72BN
REH., BEOFEMERE WAL,

BiE, BET—

ﬁ‘z’ﬁm@;ﬁ‘% fxlﬂﬁ
RNEOHE, BHEDRIEZEL L TO
MEIRFEE . RS WMERTENRH

SHETRE
ApkEREt  (ESLECE BRI
F—1HiEAR ER)

A. BIRBEM

A FEERE 1 RO BERBRIE OB,

F L OFE T Dl PR AR 388 D R0 A= 1731
EOEEE OIS LRSI E &Y 7
B9, T T EITH D OERN LG %
ERLT 52 LR HE LT,

B. BARA&E

2 E o/ R FER R AHE TR E M ak
BB, MEMR A 921 WRIC

7N
Cs

17

AFFABLCBEDETHIZOVTD
—RPEZITVEE 674 Wb b EIZ
2HE (ERERIE 73.2%), ZORER
CS 476l 37 &, 36l 39 &, AFt 76
%&wﬁﬁﬁﬁwﬁbﬁ%ﬁokwﬁ

ZRFTRbT - R T PR R E o BE
%%ﬁéﬁﬁﬁﬁﬁéﬁmbtcxﬁ
ERHELBHERBELEER. CS4£
75l 24 44 (CS1EI21 4., CS3HL 3 4),
FET i 234 (CS1R1204.CS28L 2 4,
CS/XPD1 4) A&t 47 4 DR RE IS EFE
Siz, TD5H CS1EOAEFR 21 4
(E#16.1 F, B 144) LFETH 20



4 (F¥18.9 F. B 10 4) OFE -
FE, BREE, RET -2 2K, B

DEIGZHE L, ET -2 0FE=E
(% Student-t test T, Z DLy ZFT

L7, A FTHRELP<0.05 TEEEDH Y L HIE
C. MIRHER L7,
FIZ CS1RDAELFR 21 4 & 3T 20
BIOFEES . BRRRE, #E RET—
ekl MELZLKEL, 45T
AFE 21 51 FETH 20 4 p BEt 41 41
TERGEE GE) | 39.4(20 1) 39.6(18 f5) NS
HAERAE () | 2776.8(20 ) | 3065.2(18 1) 0.04
H 4 B BE R
(cm) 32.8(9 51) 32.4(4 1)
RIEHY 0(20 f51) 319 1) NS 3/39(7.7%)
K E(kg) 15.3(21 f51) | 12.6(14 f5) 0.04
Hf(em) 103.5(20 1) | 96.2(10 #51) 0.02
HEREE 20 520 ) | 16 41 (16 451) NS 36/36(100%)
HITAI8E 11120 ) | 10 451 (18 451) NS 21/38(55.3%)
BEEHY 1845120 1) | 12 519 1) 0.046 30/39(76.9%)
R 21 5121 41 | 20 f51(20 1) NS 41/41(100%)
BEOERARE | 19620 1) | 6 {5117 f51) 0.0001 25/37(67.6%)
=P ik 17 5119 481) | 17 45i(18 451) NS 34/37(91.9%)
ZEATER 1945120 51) | 19 B (19 f51) NS 38/39(97.4%)
HEE 16 B9 Bl | 12 (12 61 NS 28/31(90.3%)
HNEE T HIa74H) |9 HIG14 45) NS 20/31(64.5%)
MIREREMN | 146076 | 11501 45) NS 25/28(89.3%)
RERERE 6 HI(14 45)) | 6 5I(10 A1) NS 12/24(50%)
iz 9 BIC19 f5) | 312 451) NS 12/31(38.7%)
2 R E e 18 {9 B | 12 HI(13 61) NS 30/32(93.4%)
5 10 51C16 451) | 8 431(9 451) NS 18/25(72%)
SmE 3 f51(10 51) 6 (10 1) NS 9/20(45%)
ERES 15121 451) 9 15113 51) <0.001 10/34(29.4%)
=Yl 251 (21 50) | 8 (15 451) 0.004 10/36(27.8%)

18




REDWMET | 261G241) | 649 1) 0.02 8/21(38.1%)
HTET 1051 (15 451) | 8 4510 451) NS 18/25(72%)
FHaRE s HIC18 ) | 912 1) NS 17/30(56.7%)
TR ER & 5

TUE 125119 1) | 6 B9 1) NS 18/28(64.3%)
EEFAE 45120 f5)) | 2 5IC13 f3) NS 6/33(18.2%)
HEAR[EE 261741 | 51 ) 0.04 7/28(25%)

KRFEEE | 8 HIG8H) | 45T H) NS 12/25(48%)
THIER 6 FC19H) | 5HI0 A NS 11/28(39.3%)
EEZBRIE | 1760746) | 114502460 NS 28/29(96.6%)
MRCERE

DEE 6 B34 | 34516 1) NS 9/19(47.4%)
ABR & 14 BIC17 51) | 4 4514 f51) 18/21(85.7%)
ALT 63.9(20 f1) 62.7(19 f51) NS

AST 114.8(20 f5) | 119.8(19 45) NS

BUN 18.2(20 151) 40.5(17 #51) 0.002

Cr 0.49(20 f5) | 1.67(16 1) 0.03

FREBRBGHE 2 {5116 f51) 9 fAI(11 451) 0.0003 11/28(39.3%)

& CSTROERF 21 B EFTH 20 HIOBEL. EBKRZB. HE. RET -2 OLE

D. &%

JEEERA DT — & CIEH AR AR A FETS
BITHBEICRENE o BNEDRDEE
PREBBICHEBE L LB 2zl v, 0
fil, fEMGEER. IEOFE, HEEAZICH
BETRS, WThLEFEZEDT, 4
< &b CS1TRICIERIES, FARBIC
RFEIZBEELL TRV E WS ThE
ToOHRELFETH -7z, (S1EIAE 41
BT 90%LL LIZEES - E L LTIk E

P

&, Bt HR. BACRICRE

19

SNLBEFORE, ERAFMNE, R
. (T LoEEEARLTH-TZ, Zh
SIZREN GO biL, PRSI A
STW5D, ZRHDTHO>DEFTRNEHZ
WIOBEERARA L b ED I L DS HERR
ATz, ZHVHIZIRNT 80%LL _EFR & 7= ##if
& LTI ERE S ABR BENZET
bNd, EEHELEROBERY £< 5
oo ElINETIHEVEEB AT
OB E LTRITET., FhEEEE
BLLEIZRBD 72, TWIVAREIEITN 2



(DN ary ha—VBHFETH T,
MEARMEE . (IR EIIRR T, X
FRE S OBE b DD, THIERIT
ZIVE THREIT VS EEMRERS L
A GWHEREL LTORNBLETH
59,

EFFEECTH THEENHZFTR L
LTI E, k. FEBORE,. RO
BERATREDNE S5y, SETIRE & BEE L 72
BErEOHE, BHEEDHRZE LS LTo BN,
Cr, RER, BHEOFREENSE VA,
MEIRFEE . RIKOUME T ERH LI
27, beb e (S TIHREBENERT
HOPETHTIELY CHUNEETH-
oo MEDRIITILT L HREORER
7 TIX72 W23, cachexia &7 5D EED
EOIHRELTREBE, BEREOR
ERBEANIEHNOLEND LR,
AFFOFEAEPROBRAETHD
DB LR ERS 16.1 F & 18.9 F T
b, ZD 2.9 FEOEITRENILL LA
2, SENIEARRN ORHEITE
BCTETELTID 2.9 ETOEEIE
ZoleONEIDIRHTHD, HEOD
BERENOEMT L EHBBEEILED
Lol Boh2d, AEBIZLELRD
DEER L OREIC 2B TERREN
HoLHEHEND, BARICELTHY
AR —EHRPBELRDLIDIIVWI ET
biew, BHERETHRRORM, &ifE

20

HEEINLDIRENRLETH B,
E. f&#

CS 1 EIAF 41 1T 90%LA_EIZER D -1
fre LCIIEREE, BitAs, B,
BEAERICRRSNDEHEOEY. 258
EitafE. BMEE. CT tOREZARIE

Tholc, TNHLDTHOOFFRNEEZ
WrOBEBERRA L FE BT L HESR
Nic, £FFIEFRCHCHEZNHE BT
RELTKE, BR. AREOFE.
BROERTENE SH, BEREREA L EE
LI=BFE2DHE. BHEEDIBIZLLT
@ BN, Cr, FRER. BHEOFREMENEL
i, BRES., RESBMETEIHL
Mg o7z,

F. BERERER

FriZie L

G. IRFEX

1. FXHEE

BERTE

2. FEREEK

RETE
H. FNEIEAEIEDHEE - BHRR

L

1. FrEFEE

7L

2. ERHERH

7L

3. Foff

7L



