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SEMREERTRES
EBNRIE O BARAA LIS ERER BT 2R

BIEBRE YA e 7 —EICNT 5B RN B IE

SRR R T A WEBEE Rk

MrEEE

/NR M E R

CREIEBREVA MrT 40— (LT AD) OiFEEE LTI E CEMMRIaBED
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THMFBEAILE CIIBEZOESHECKBLAHFTE, 2 OoBHFLs 52 LT
BRAN B IS A FREIC A2 2, YR T EMEE S M X O HLA —&FREOF§%
FAVNT ALD 2 U CE BEFERR EE R 15 MM A AR & fi1T L 7= D TRET 5.

A BFREN
BIERE YA Mr7 4 —%E (LLF ALD)

WY A& MMRERBEIL Z hE TEREBE
REEL LB HERENRILEN S < OE
Bz Rt U CEM XN TE 2B HIERER
BHEOHRELHRA IS, YF TIX
Fludarabine (Flu), Melphalan(Mel), {K#%
& TBI (&HMSAHBE) FORLEIZ X
5 EMIERENBE (RIST) 2HLEO
BHEAVWTERL, 20R2E & HHMHE
WOERE L,

B. B
1. JEF]

XFRILLSET 2010 FITHEAT L7 3 Bl
ALD fEf,

RER 1 (IBAERR R 115, RIE%R4 7 A
THE., BEROMRERIIENMETI X
UMRBFBEZE, HHEL MRI @ Loes score [ 9,
BIALE (X Fludarabine

Melphalan 70mg/m2/d x2days, TBI 4Gy,

25 mg/m2/d x 5days,

GVHD T[4 1% MTX+prograf,
— Bk M E WS L,

RER) 2 (TBHERF R O k. B OMIR
ERITEEORAKT, S5 10104, B
YEM: 1Q<40 | HEES MRI @ Loes scorell. 5,
BIZLE X Fludarabine 25 mg/m2/d x 5days,
Melphalan 70mg/m2/d x2days, TBI 4Gy,
GVHD F-B5i% MTX+ prograf, K7 —{iXHLA 5
/6 —BIE M ikE W L,

FED] 3 ITBAERFEER 8 TR, R O
FER I E T8 L ORE IS, BEH MRI
@ Loes score % 9, ATALEIL Fludarabine
25 mg/m2/d x 4days, Melphalan 70mg/m2/d
x2days, TBI 4Gy, GVHD F-BAiX MTX+ CsA,
7 —i3 HLA6/6 —E[Efa CRMEMAZILE
.

R —iX HLA8/8

C. BFssE R

FEG] 1 TIXBHETR dayl9 TEENF LI,
BMEGVHD 23803, BT 6 » H TR
KRR BARE. SrBIFTH,



FER 2 TIIBHE% day2d TEEDNE LN,
SMEGVHD 25807, BiEE 3 » A TR
BARE D AT,

FER 3 T3 dayls TEBENE LN,
A GVHD 2580, B 3 » A OB E T
BAET . BT,
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HRGFTHD, YRHZBWTHAITI N
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ZRTAE & U7 B REFEREIBEIC L D 3

E B D B RARIBILAEE S b, B
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ALD {Zxt U CARTLE & v 7o 1& Lkl i
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Spastin B DHEERZHT
SEMEE  ELUEA

(L KFPEFIRHZARFHEE)

ARPHEE  BIAC. IBEBELE. FIEA, XZHF. PHSE (BAERKFEAREREEMRERARIEEM)

MREER

AFEIL. SPGADREER TH HspastinD B /NI BEEE TRAE N\ ERIEL. T HIEIZLY., &Eix
MR EOREMFE /AL, AERICATTOFELANIY ZBFHEEBHE LT-, spastimE{mFDknock-

downlZ &k YspastinE ZDTRODEIEFDEIREDFLANIILTEITL-ER.
PDI2kY., MEEEICEBET ST FY—LBRFHE. KIREEGEFOETARD Nz, S6IC,

spastinEfEFH LUEZ /NI DE
SPG3A, SPG21,

SPG26EIEFMBALTHE. ChoDEGEFEMEMEERAEZTRL. BEOHBEICEAEY HRINAS /XY DiFE L

AEH oz, ChoDIenn, SPOEEFEYIIREE

BO2¢. EBOTREVININRRIIANEET S

CENTRBRENT, S&, ChoDR NIRRT IA L, spastinBiEEGEF L L TRESNIEGFEMRITT
BHIEITKYSPEAEZITTIEG LS, HOMBRRBE S UVMRBELBRANOFLINMNYNFONDIEDERDN S,

A HIREH

AHRE(E. SPGADREER T H SspastinDEETR £
ICEYEEFEZTHspastindTREVINIEEFID
DINAVIAZRET S LK Y. BIEHEEMEXFF
BEORBRSLUVMEREORFZHRAT LI L ZHM
&ELT=,

B. MARAE

SpastinBRIREBDOHEMICIE. £ T, BEE, O,
i, B, ARAEEDZ N\ B XU Ch o fHiliHk
DcDNAZR W=, BIFHELUE /T EBEEldreal
-time PCR& isoform #HIGIMAZRA W=D IR 20T
Ay Ik YBEH L1z, SpastinDBEEFREIZ K YE
ZRITHATREGFHRERES 57012, 47D
siRNAZ &R L. spastinBEFHLUE /0D
knock-downZE # #z2#& . knock-downZEMD R 52 DD
SIRNAZBIR L7, BIEFRIREOER L. £ AET
ERfMAZhNT(Zcontrol siRNA& 2583EMDsiRNAZE A L.
2 H DORNAZ (v TCodelink =4 2B 7L AI12&Y

BRI L=, BonlmBEFOEREIEcontrol siRNAG &
U'spastin siRNARI CLEER L. & 512, Injenuity#t®
IPAY 7 MIZEKY B VIRORDISRAI T A L1,
RAUA7 LMK YREShBEEFE. lkES:
[%. cONADERLZ & Yspastin & DESEEFEZE L 1=,

e, REICEALTIXE NS/ L - BEFRTAR
BT S fmEfEE (FRISEXEEIEE - EEFBE -
REEEEETEIS) ., BEEFARARERHARICET S
it (ER4EXEHHEE - BEFBEASTEIS H
K UVBAREXEGFRITMERE Z:EF L1,
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Spastin&E{zFDknock-down|Z & Ycontrol siRNA&
DEEF & UsiRNARE TR ICRBRDEENEDH oh itz
BIEFEHEIUTOEY THDS,
. IV RY—LEELAVRITHY., TV RHA b—
S ADOHIEHIZEES I HRabb, 5 & USPEI3DFEEA % /3
9 & &hBProtrudin/ZFVE2T £ B EEFS HRab11 %14
HEHDRab T 7 3 ) —BEEFNELERLT,
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2. B=F—22R0DO—D2THY. MRHBEInid
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IR HIFEAENRELERLE, KIF2BOHik%EH
Wik Y. spastin® 2 /39 OFDIEKIF2084% &
N ERMNELICEREIBESENRENT,

3. bDSPGRELEEF THH. SPG3A, SPG21, SPG26:&
GEFICLRBAOELBED N, EHIZ, Thb4i
vy EHEERYT ARIMBEFICEVWTHED
isoformDiE S HEH o ht=, RINAEK, spastinEinzF
DEPIZEY ., 2RI BELED L. BERELIRD
= H+5spastinE DEBENBAEINZ LTS
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4. Spastin@{zFDknock-downiZ & Y SPGESE & zF1
iF¢ld% <. ALS, muscular dystrophy, schizophreni
alcF ST 2 BEFHRABL LTWVS LRSI,

D. ER

Spastim&{EFDknock-downIZ kX A2 EHMOKE
EELUREEBEICETHREDBEEDREAN—2
ELTIV FY—LBEFHORLAESLTVSE
EZxont-, BMEROHRERICI/NEEEIC K DEHEHLS
DHRETHY, MNEBEITEST 5 BEFHOBD T
BEEOHBRICHEEREIT EEBAON . £ E—
B—B Ry OFLVEEMERAOYEGRER-ENMET L.
AEMRS L VBMROMBRIZNSITAOEREEZD
EEZ oM, 51T, spastin®E Az & Y SPG3A,
SPG21, SPG26;:RIZFHFDSPGRENERFAR AL TS
e, ARMENENREOREBMICE T, BE

BOBVINOBNFEETH L, SPRAE T
RTN4Akey molecule & #r B ATREM MR S 1=,

E. #is
BERAODCMETOHEIS, spastinDifEizE & L
THNEDUFRTHSLEZA LN, BICHERDME

TIE, spastinDBERE S L UBERSITX Y., /N E
Wi, T4 20\ 0DOFDIZ&EABRELEA
DEEIFOMHBEDFLAEIY , BEDHERIC
FETHURENAHDLENTREINT, F:,
spastin(ITED LIPS EM T ICKB LUK B E
DINFREESDTVRHLDEER OIS,

REHEMXNREOKREEMAT 5 LT, spastin
DOHMNETIE & TRIEDOHMEERITIARICCHTHED
BFEREBYBDHE, 512, SPGAREES /D
FITE & f# (%, SPGAD AT+ T/ D EEHE
HXHEORERACHETERIBORBIZOLENS
EEXbNIT-,
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L
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1) BIAC., MLEA, IBEGHEE, P55 spastin
DERERN. B4R AXMEESRR, R, 2007
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HRIIEHRLERLBET, HOHRED
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FEEMNRON-RES 2 BLYRMEOLEEF
ML, DNA ZHt L, SNP ZR LN TESHARNT
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Namekawa M, Takiyama Y, Honda J, Shimazaki
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Alexander disease with typical

“tadpole” appearance of the brainstem
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basal ganglia: a case report and review of
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2010.
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BEA T

BEEFBHFAREMEEHGMTRERRARESR)
BB KRR T AR BRI

ZRMEMREDOEREICET 2 SHERARHR

SHETRE T ER RRAZHBERNE
MR HE JAMSAC Japan MSA research consortium
IR EF HEAXZMERNT
oh R BRI HEAXZUNEUH
=H# REKZEHERE
%k B REKEHERE
MRER

Z R EMAE (multiple system atrophy: MSA) (XBEEMZRER. MREESH KA. —F> V=X
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MRI BEREBICONTIX . BBEDEEHT
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BRI 216 BDOMSABEICELNT,
T RAELEH 58.0+£8.2 % (35-7T9%) TH
oz TR A TTIEMSA-C A 69%% 58,
MSA-P A% 29%. HEEAFEEA 20 TH o 1=,

&EEHT T —RITIX, Probable MSA E
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