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with ocular motor apraxia and hypoal-
buminemia: EAOH) & \» 9 EEBZDIRIES 11
Tv» % (Date H et al. Nature Genetics 2001) ,
Fz i3, EAOH E BB 4 R 6 fEB DEGHRIRIZ
DNWT, BEFEEIFRAABINETIIID
TREMIC AT L, SR T T 1 55% 2 w5
ICHTHLD missense ER ZFE L, MMHOFKRIC
$ BE# & [7 U insertion, missense Z5 £ A5 7E
95 Z & &Lz (Shimazaki H et al. Neu-
rology 2002) . EAOH DJsREMREH D /26, JRIA
& A aprataxin  FHEEHR T 2 &8 0 HHE -,
BIEZTFERIC L % aprataxin EE O MBANG
FENEALZRHT 22 L 2 HI9E L7z,

FHik - #ER

Vel cDNA 54 72 1) —& bV, Bacterial
Two-Hybrid system % A \» Tshort form
aprataxin CHEEH T 2 EH O HBEZ A
2o ZDFER, 2 DODUREEED D B EE D HBE
37z, 12l%, Collapsin response mediated
protein- 2 (CRMP- 2 ) T, Z 1L FAERERAOIH
FLIEOMEMILIC — @RI IR T 2 MR 8 >~
SXZETHY, MEMEOMBRERICERELF
El &) WEEMES D B, b J —Dl%, FLJ31106
L) 77— T, CD34RME m#E - BB A g
ICHHL Twb HSPCl66Ic R ER 2P —DdH %
EATH D, ThizZNL LOBEREEEIC DWW T
IFEHPEI N TGV, SRBEINREEEH
WICHHEVER 2 BT 5 TFTETH 5,

EREALEEMBICRAIY, TOFREH
F—r DEALEIRES L — B TEHEL
72. GFP, Mlyc & short-form aprataxin O glA&-
EH%Z COSTHIRBICHEE I 25, BFEM
IR Ic £ BAEL, 167&EERE D THRAZE
BY, S0BRHDEHRD AL GAD, F£7295%
HOWBEDCL L TAADI AL AERDD
ZEAIT, BRICEIBELR, FREREQE
R MBEICIE, BEREDEERD
FEHr LR LNz,

EEE - k5

aprataxin iZ, AR OEIERERICEIEL
72 CRMP- 2 & DAHAEAER»TRBENTEY,
EAOH iC BT 2 RKAEMEDEREE & DBYE

DHEE E N7z, aprataxin 2 EEIEMITICSEE S
2L TS, BAEM BRI -CIIRBAEI R -
TBY, MIENBENELIIREICES L T
5 Z R E NI, THAELERTIE, 71—
L7 PRI LIEH L DEAEEAPES L,
72, 2FEENI AL RERIE, ERFT
triad A—2¥—7 7 I J—DRFINZT I/
MREREICAIE L TV 5 72O EHDEEERE 2 3k
72 LHIBBARRIEDSZAL S 2 L2 Litiz, 414
1, DNABEICBEEL T\ % & 24 5 long
—-form aprataxin T, Z£Ic L ) MIBARBED
AL H LN B EET T 5 TFETH 5,

DNA Fv 7RV EBHEAERSMABOS
A 45 o iR R

BB ERKFAT MRS
=EE ¥

‘FREERBMARIIPRIEROMIETH 5 8
BikaRg, BIFMiE, EReEIFMIE, Sl e
SALFEI N D Z ST 505, 5k
BRIV HERFICBE T 2 FIC DWW T AL
MBS Z v, =7 20 RO BESF Mk C3
H10T1/2 (10T1/2) #kE & 10T1/24mkE % 7+
FOICk o TAETZZ EICX VISR
J5 T B BBk ASAME B & 55 284 B bk M 160140
FIZTERBRYICIZI0TL/28008 & XA § 2 = & &F
HEETH 2205, BLLEESEMFICIDZENETN
AREGMAE, BhMiE~N S bFBEINDL, S
L C10T1/213 Kb DIREE 2 HEFFT 5 (Ni-
shikawa &, Blood 81 : 1184-1192, 1993), =
o ORI EMLFFRELAL TBY, B
R BRI HE D S LA 2 o tE 2 n i El &
BT 272D RWETNEZEZ LNE, TR
XRS5 LEEE, Ko {biERCEI b
L5O0FHERTAIENT, Zhosnflas D
mRNA Z#HH L, GeneChip 3 A7 &% FHWT
BIRTFRBEA 7274 ) > 72T 72, 10T1/2#0
g, AS4fHAE, M1601MIBIZEBlOTEEEL 29 5
B, 7R —fENEATo2E TS, BALRIC
B b BETRI Sy — > 2L 72, 10T1/24
B Tl3 AS4HIEE=> M1601#IRZIC B L, CD90,
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Activin, Dlk, Nov, Rbpl, Fhll, Wntba 7t &,
105 DB FDFER ERA 2BDH/2, £72, T
5L DBEBT DL DHE, Real-Time PCR X
flowcytometry IZ 38\ T b BB D #E R0 R
S N7z, AS4MIREIZ B\ TIX201E D EE T DOFE
HEAITRDOLN2, 2N DHFIZIFEC/
EBP«, C/EBPs, PARR-y, PAI-I, Frizzled
-1 & v o 2 iREE MBS bIc Bl b % BB F oM,
CXCL1, CCL2, CCLY7, ZcfERr D7y EH A >~
DFEBLHTCHEL Tz, BIZHEHITXEZ EIC
M sZFRRIc EEE 2 KA+ & 5 SCF = SDF-1
DERLTHELTEB Y, D kid Ab4Mlas
finod 2 DoflEkk L ) mWE S FRE R H T S
ZEICEEL, AEN T ELBNREBWTD
ReRh BB M i ps BB 2o 18] % JR/z L T v 2 W] HE
Mehsh B LFEZ b7z, Bl AS4MlR % iRl
1bt##FE 3 % & C/EBPa, C/EBPg, PARR-y 7
EDBBBRFRBLVNMITITIEAEEIL o\
%%, SCF R SDF-10FEH v ~ v Er s Ic
FENET L 72, Sk, &g g ofEsic
X EFMESEBEEZELEHE L L T3 2 EPHE
ENTEY, BMSTFREMERFT 5720121358
Eogae Sl dbrd | AE v o s i A DA ) B L
»HHEESLL 2R BEE L EE 2 R
LT\ 5 a[EeMELHE 2 biiz, F7z, MI1601H
Jaiz BV TIXREAYIC IZ10T1 /250 fg R AR 1
MESFHMEE TS B DI LB b 5T, MyoD,
MLCI1F, myosin heavy chain, myosin light
chain, troponin C, troponin T 7 & fh#iHE &
L CHRET 572N % OBMBRFHOREBRELRBD
2o INHENDZ E LY, BHEL D AIEKEE A
LTHBEEI NS Z & nEW-EERMIEIE, Flz
FEEERYICIZFLTH - T L, BEIRTFRHA L~
ZBWTI3E2 DGILERREICH 2 ~T v o &EH
THYN, BMEROELMIB~DGILE V5 HSTT
Tl <, BRHICBIT NI SHEL T
WBZENFTFERING, 5%, ZOFEMLD
FEEEL BT L T FETH 5,

8t IJH

B PR TR HIR A

HMEEs - —iSHR ME 3Rl RH OF

FERECBTA TS-1IEAESFOFRAME

Lo
BiEibgic B v ¢, TS-1Z HHE T44—
499 &\ 9 B\ AZRNER DG L LR LAY El & $E
Do L L7%dss, HIEREETH 5 48K
5. 2 BEAE (LITEB#S) T, AEERH
B2 OKRED 5 ik &5 218 % WIER)
ZLIFLITKERTS, 22T, 7yHEY I
> RIUEEOR B RGEIIPUEENR S E L D
e AEBEREPBERTE 5 v ) HEgIcE
DX, e TS-1IRABREEZRA, ZDOER
B L OREEERBRE L 72,
x5k & FHik

FEFM, BRBLUERN) R 7 H5EeiExt
BRI B 2 345 & L7z, TS-1ix 1 B 2 [E#
&7 iR, #ERR 5 'K EE (body surface
area ; BSA) IZiH U722 [BSA<1.25m T80meg/
day, 1.25m=<BSA<1.5m* T100mg/day,
BSA=1.5m T120mg/day)] 2, —HB =25
L7z, BRIRZIR & L CHEER, BHFENH, =
shek, $ERER g EIE B L AR T o
DWTCHES L 72, BRIRFEHEEMMET & L T5H
-FU g2 0% L 72, o, SRR
13 RECIST 4 FT4 > B I UEERY H\»
AL, FEESRIT NCI-CTCIcE I X5
fliL 72,

R -

200044 A X Y 20034E10 A £ T, 926»* TS-1
FB B G-k TR & 2T 72, 92805728125 TS
-LEB#S TCHEEEZHBAD OB ARSI
ERE L7z, 2000i%, S, HFEEDDHEE
ERHEBI;BEIN0LE ) RARSE
TEALE L 72,

28 H>nWT, MBS TCOFEERIT
Grade 1 4%36/72%1(50%), Grade 2 #<33/72%1
(469%), Grade 3 #3/72% (4 %) TH -7z,
[l —5Eflh ke B 5.1 ZE$ 2 = & T, Grade
2OBEBRBLUTHZL 16, Grade 1D H
MmERERA, TER, WEH, THB X UKRERER
HrEE1IBITOICRDNAT, B DEFT
BEEERIIBO LN LD - 72,

Rl—fEFl T TS-1#H B L OB EBRSET
DIEFEEARIZ, EEREATHICH LB ERET
272HRITH Y, 3 2— R5EXEE(TS- 1A% 58
8400mg) T EH#513% (9/72), FREHEZE T



