gL 1

C. MIAER

TRE 19,20 0 2 EHTREE 17 8.
BEHF 214, RIEMALD BE I+ EEY
BB SR TRIFICEUBRT AL
iz, REMBEO7+O—7 v 72T AL
FH70—Fr—bEERLT. BFEEDE
EIZRHELTLS,

gﬁ ﬁﬁALD%_ﬁ O70—F4¢— Iklﬁirlli-tl]

RENBHES -IT T auAmL : COMRMN

AL ME RSN

§ T N R ‘

Tor ERMLEY j40%)
bR gty

A
AMN (28%) ar B A £ R (20% - HECT S W LI,

SORA R - EscT

BEHE. AWMLV TEERLHO
EEDOBREFEMLT ALD REMBHEIZH
TEI7HO—TFuTDI=HDHALSAUEE
WLT, BB EFEAEHRICET5BIBEBEY
AROTL—DR—LA—U~ADBHEF LY.
SEEMBBAICHBERHELTLERZLEE
ATWA.

D. IR
1. WXRE
Kuratsubo I, Suzuki Y, Shimozawa N, et al:
Parents of Childhood X-linked
Adrenoleukodystrophy High Risk for
Depression  and Neurosis.  Brain &

Development 30: 477-482, 2008

Morita M, Kanai M, Shimozawa N, et al: Bicalein
56.7- trimethyl ether activates peroxisomal
but not mitochondrial fatty acid beta—oxidation.
J Inher Metab Dis 31: 442-449, 2008.

Al-Dirbashi OY, Santa T, Shimozawa N, et al
Rapid UPLC-MS/MS method for routine
analysis of plasma pristanic. phytanic and
very-long fatty
peroxisomal disorders. J

1855-1862, 2008.

acid markers of
Lipid Res49:

chain

Saito M. Yamashita S, Shimozawa N, et al.
Changes in the amounts of myelin lipids and
molecular species of plasmalogen PE in the
brain of an autopsy case with d-bifunctional
protein deficiency. Neuroscience let 442: 4-9,
2008

TEReT EEEECANOT—0EMRE
RBRERZORREMES EBORRIC
FITT— BAEXRAMREZSME 24:
20-24, 2008.

TFTEBIT: Zellweger FEIEE. RE2E £3
i KEIRE. DM ER. Ppdd1-484 EZP
#|IE. BAL. 2008.

2 FERF

chitfIsE. MNEEEIA. ok BALfh NLAF
)= LRI E Sandhoff mESHLT
1R 8 50 B HFAEXARREES.
3. 2008

E AMMESOHE BRRR(PEAT)

(FEFRG-RAFEEHR- TOM)
7L

- REEERR NI

7L



BECIEMXYY X NNV ~(LOSH) B ELEH B8 Y

. ) 1

LAL—OFCFRTAYH e T Bl RN

O L 3 / \ GO 3
o S

—A/8BY | gEeWEETR-BEIEE

P Tegl= Hwha “ER - O TN
ANIAERLR " T (8 H\¢9) E¥7 3 LU
14 Lo YU Bl -+ 14 3 =T B
Ppsstigyhetrs el 3O FHTRE

1
B YO BEEATVII/ DT




FEFBHBAFFRAMDE (MO EBERRARER
SERAFERTHES
EPEWECHTINERR

MRABBEBOES A0 — R EROBHOFE, SiiE MR EEZ AL IRBT VL
Ef®i%xL 'H-MR ARSbORIE —ERERHT

S1EMEE PHEH N FRRERIARR HESKERETRR 42—
HRBAE H+HM Hd  FHEXPEHRT HSKMERREL 52—
wWE % FRKPREARAN HESRMAERR 22—
K iia FRXERARA HSRBRERE L 42—
Wi\ #— HBAERMANR MERBEAR L 5—

RKAR Hi#t WRXFEEFH REFH

HREE
MR ARMEFBABCAROZ—(2B0T, REBFHNOFRES L OBE T RS
ETHHEMBARBHEOECHTBALETEICL, ERMAMIKEHEABRT 5. MEME
DHEMEOTLICRBEGEGETHAMMT LV ILEROTD A TH-MRST (S1) ZALAS
LlzEY  BRBOFRERE FA OET A tNAA/Cre ARC/\F— D FIBLEL THREFIRET
HEIENABRTREEN, SEARDROFIEEZSHTOHBEICOEELLBE AW
BLEZAGND,

ABIREBE®N PEET oV ILE % (DT B&EUH-MR
MRARBBBEECAID D — ARSLORAE—E&E(SD X, ThoT
(CCALD) DiNfREIZHENTIX, RESBE RTOBRHEFERBYICRBEL TAEEIS
MICETHHBENREOREAN, Sl 5. AMERTIL, EEREALOMBEALIE
HRRIEHE (HSCT) O RAG LB AFTTREIC #BTHEMT.OTI & SI #ALNT, CCALD
T4, MEESRITICES )R (Loes EFEROEFMELERTEL .
score) [I—ENHAMREAHTLAN, HEIZ BHRAZ

BHofmds st SamEnzit (3R)
ARUELIDAENROLNTINVD. MAT, CCALD % 2 &, ®BIIRERA 5 &,
/INR BA T O i A TR FE 0) TE SO BT (8 (3 NS B, ER NI0EBR. 8948

HSCT DOFIEKERERET AT ELERL B FEE RN, MEENICHoNETE
153, BES MRl {8 (3.0Tesla) ZALV: B, (EM2)8MER, S MESICHEE

114 -




E¥. 7 MEFIZ HSCT ZRETLEARYT .
(AE)
GE Signa 3.0 Tesla MRI, B8ch phased array
coil EAL. FMASDL~)LO AN
IZT DTI & SI #WMfTL 1=, [DTI] Spin
Echo-EPl L —4# &AL, lEME 50
mm, FOV 200 mm, Matrix 128, TE/TR 64.3
/ 5000 ms, NEX 8. b-value 1000, MPG 6
comb. of directions M/ \TA—2THR{E&L.
R -AIEESHICREL-HBOMD
fEIE(RODIZ2WVVT . FL—RE(Tr) &
Fractional anisotropy (FA) Z JLH L THBL
1= [SI] PRESS-CSI, CHESS &IZ&kbHK
% & OVS ZMLVT. A5 AM 100 mm,
FOV 120 mm, Matrix 16, TE/TR 144 / 1500
ms THB{8L tNAA/Cre map Z81-, BATE
E-MEEOEICIREL: ROl #(<, peak
area HEMHLTHEL -, M1 (Z5
ERTIB A EDR 2 ITRERMIBFR(6~8
4 AR £ HSCT # 1 B R (10 ¥ ABF) I
mEL-.
CHIRHR
ZBEHICEWEH LS. DT TIEFEED
ROl T Tr {EF.FA ER%*&.SI TlE
tNAA/Cre BEC/\F—2/(Grad) N RIENT
W= LOALEBHEERTIE, Eifich SI 12T
Grad A FHB{EL. TOHDTIICT Tr L 8.
FAETAMREBENT-, HSCT #ICZIX.SI T
@ Grad (TEHLLY  BREARSHTIE Tr &
FA MHEIZETFTLTL V. Grad OERME
kiZ. REBEYIETAXRKBEED®
REHEERERBLTVAEESELNSHL,
—7 Tr EFA QT LI, EEE7RE AL RS
BLLToORBHBTLICNAT,. BHEH
ICEOEELMEARETHLAILETEL
TWd. choDfERELY . DTI-SI [F,

CCALD OREMN-EBEMEM, 512,58
WAk OMRAARYEERUNYICERF
M E2AEELTHBTHALEAS.
D. IREER
1. RXRE
il
2. F2RE
F216 BEMREIEMRS
(ErE214€2H288)
Dit#er o v v BifgiES LU0 H-MRSI
Z AR KRR B ' A
b7 —BE O FRRFAY T ()
E HIMAEEOHRE-B8IKR
L
F @EEEER
Tl




—&\ 12 (791D /VVYN}

YEWEE | m|AanEw Caliie
i FEEA

O G N E el iy is
1JSH  (Yuow) 1 OSH 03 Joud auwiy
SION 4 b5 L= €L~
RS W AR : x : r G20
q @
AN =" P GE0
uVMvOW\JA\”l.I\.ﬁ;.// ..\..\\ | W
) - lvﬁ )
OF —0— I WVO
g __
== — = 050
_ XNy BGCEE
A B LTVAOE NETEY
(18) (11
EEA LTS

ISUN-H .

—rONY CEBEIERERIY Y/

116



e DO FIAT IS
B4 5 —ER




Al B®A

METE
[ mRERL BXA A RIS " — ik
'Sugeno N, Takeda |Serine 129 phosphorylati |J Biol Chem. |283  |23179-88  |2008
A, Hasegawa T, |on of alpha-synuclein in
Kobayashi M, Kik |duces unfolded protein r
uchi A, Mon F, |esponse-mediated cell de
Wakabayashi K, It |ath
oyama Y B | B | | |
Takano R, Misu T |A prominent elevation of|Tohoku J Exp |215 55-9 2008
, Takahashi T, lzu | glial fibrillary acidic pr | Med
miyama M, Fujiha |otein in the cerebrospinal
ra K, Itoyama Y fluid during relapse in
neuromyelitis optica
|Dagvajantsan B, A |Up-regulation of insulin-l | Tohoku J Exp |214 303-10 2008
oki M, Warita H, |ike growth factor-1T rece = Med
Suzuki N, Itoyama |ptor in reactive astrocyte
Y |s in the spmal cord of a
myotrophic lateral scleros
| Is transgenic rats. | B | - L
Mizuno H, Wanta |Accumulation of chondro |J Neurosci Res 86 2512-23 2008
H, Acki M, ltoya |itin sulfate proteoglycans
|ma Y in the microenvironment
of spinal motor neurons
i amyotrophic lateral s
| |clerosis transgenic rats -
| Takahashi T, Miya |Intractable hiccup and na | J Neurol Neur |79 1075-8 2008
|zawa I, Misu T, T usea in neuromyelitis opt |osurg Psychiatr
akano R, Nakashi |ica with anti-aquaporin-4 |y
ma I, Fupthara K, | annbody' a herald of a
Tobita M, ltovama |cute exacerbations
Y _ _ ]
I.Inoue 1. Ueno Y, 'Aml)‘sm of the full-lengt | J Chn Virol 41 I.'*OI—I 2008
Kogure T, Nagasa |h genome of hepatiis B
ki F, Kimura O, virus in the serum and
Obara N, Kido O, |cerebrospinal flud of a
Nakagome Y, Ka |patient with acute hepatit
kazu E, Matsuda [is B and transverse mvel
Y, Fukushima K, |is
Segawa H, Nakaj

ma [, Itoyvama Y,
Takahashi M, Oka
Imoto H, Shimoseg
lawa T

119




Nakamura M, My | Preferential spinal central [1 Neurol 255 T163-70 12008
azawa |, Fuphara gray matter involvement

K, Nakashima I, In neuromyelitis optica

Misu T, Watanabe | An MRI study

S, Takahashi T, I

tovama Y

ME A

MIE : e -
| REEFREL WXy bk | REWS ®5 g

'Ikcda Y, Daughter ‘Bidircmmml expression | Cerebellum !ISU-158

s RS, Ranum LP. |of the SCA8 expansion
mutation: one mutation, |
wo genes | |

Watanabe M, Mon . [2179-2182

ar N, Jackson M, |ansion in the TBP gene

Yamamoto-Watana |gives nse lo a sporadic

be Y, lkeda Y, Su case of SCA17 with abn

zuki C, Tomiyama |ormal putammnal findings

M, Kawarabayash | on MRIL

1 T. Kimura T, Se

ino Y, Wakasaya

Y, Miki Y, Matsu

Ibara E, Shoji M. 1

|Saito T, Amakusa |Myotonic dystrophy type |Neurogenetics |9

Y, Kimura T, Ya| 2 in Japan. ancestral or
hara O, Aizawa H higin distinet from Caucas
, Ikeda Y, Day J |ian families
W, Ranum LP, O
hno K, Matsuura
|T
(M EEA . TEHE | R P

[621-628




il ¥

SR
| ¥EEL | MXyA Mg | BBetko | & B 4 [HEES | fz.tﬁirﬂmmﬁﬁ T—--nu-,-
REE A | |
W% | mEENERCE |WKKE | EBEY EfiE | MOR 2008|3025
14T R— R | -3029
__|DME | | - .
HEEE
| mEERA ®XHA P& pEES | B5 R HiRR 4
Inagaki R, Tagawa |Omi/HirA2 is relevant to|Eur. J 128 [30-40 | 2008
K. O1 ML, Enoki [the selective vulnerability | Neurosci
{do Y, Ito H, Tam |of stnatal neurons in [
ura T, Shimizu S. |Huntington’s disease | [
|Oyanagi K, Arai | [
N, Kanazawa I, :
Wanker E.E. and ‘
Okazawa H | | | [ |
Enokido Y, Yoshit | Age-dependent Change | Biochem 376 | 128-133 2008
ake A, Tto H, Oka of HMGBI1 and DNA Biophys. Res.
zawa H Double-stand Break Commun. ‘
Accumulation i Mouse
Brain. _ ,. |
Morimoto N, Nagztrl’rogrcsswe decrease in t |J. Neurosc Epub 2008
i M, Miyazaki K, |he level of YAPdeltaCs, |Res. ahead
|Kurata T, Takels |pro-survival 1soforms of of print
la Y, lkeda Y, Ka |YAP. in the spinal cord
|m|_\,'s T, (Jkaz.awa|0t' transgenic mouse
| H, and Abe K carrying a mutant SODI
gene [ .
Takahashi K, Yos |Nematode homologue of PLoS One |4 ed104 | 2009
hina S, Masashi PQBPI1, a mental
M, Ito W, Inoue |[retardation causative
T, Shiwaku H, Ar |gene, i1s involved in
ai H, Mitani S, O |(lipid metabolism
[kazawa H | [ - |
Tamura T, Sone | Glial cell lineage express |PLoS One In press 2009

M, Yamashita M,
Wanker EE, and
Okazawa H

:r_n_odefs

[ion of mutant ataxin-1 |

and huntingtin induces
and
neuronal

developmental
late-onset
pathologies in Drosophila




Sone M, Uchida Loss of vata, a novel PLoS One In press 2009

A, Komatsu A, Su{gene regulating the
zuki E, Tbuki I, A |subcellular localization
sada M, Shiwaku |of APPL, induces

H, Tamura T, Hos |detenoration of neural
hino M, Okazawa |tissues and lifespan

H. and Nabeshima |shortening.

v

LG ik

HERE

1. Mornta M., Kanai M., Mizuno S., Iwashima M, Hayashi T, Shimozawa N, Suzuki Y., and Imanaka T
Baicalem 5, 6, 7-timethyl ether activates peroxisomal but not mitochondrial fatty acid -oxidation. J. Inherit
Metab. Dis. 31(3), 442-449, 2008

2 SFHHEE, S - EESEIGRAER U LS. 4% 80(5), 434-439, 2008,

3. Kashiwayama Y., Seki M, Yasut A, Murasaki Y , Morita M, Yamashita Y., Sakaguchi M_, Tanaka Y., and
Imanaka, T.: 70-kDa peroxisomal membrane protein related protein (P70R/ABCD4) localizes to endoplasmic
reticulum not peroxisomes, and NHa-terminal hydrophobic property determines the subcellular localization of
ABC subfamily D proteins. Exp. Cell Res. 315(2), 190-205, 2009



g #e—

[ mxERs BXZA % | REEL | BT |~ | HAR |
2
| e —— | I | |-
| g — EEhBEOSE | B Vol57, |632- | 2008
Nod |638

Yabe M, Ishiguro H, Yasuda Y, Fatal giant cell myocarditis af|Bone Marrow | Vol41 934 2008
Takakura I, Matsuda S, Shimamur ter allogeneic bone marrow tr| Transplant |No.l

|a K, Kato S, Yabe H. B ansplantation, .
{Yasuda Y. Yabe H, Inoue H, Progressive multifocal leukoen|Pediatr Int Vol 50, [238-40 | 2008
{ Shimizu T, Yabe M, Yogo Y, m'ttphﬂﬂ[’ﬁlh)’ after allogeneic No.2

[s. bone marrow transplantation f]

|_ or Wiskott-Aldrich syndrome.

|Narimatsu H, Miyakoshi S, Yama Chronic graft-versus-host diseaiB]uud Vol.11 |2579- | 2008
gucht T, Kami M, Matsumura T, |se following umbilical cord bl 2 82

Kodama Y, Komatsu T, Sakama|ve survey mvolving 1072 pau
ki H, Kouza1 Y, Okada M, Osugi|ents in Japan

Y, Kobayashi R, Inoue M, Taka
hashi S, Kai S, Kato K, Inoue-Na
(gamura T, Taniguchi S, Kato §. | |
ENagamura-Inoun: T, Kai S, Azuma Unrelated cord blood transpla|Bone Marrow | Vol 42 |241-51 | 2008
| H, Takanashi M, Isoyama K, Ka:malion in CML. Japan Cord | Transplant |Nod4
‘to K, Takahashi S, Tamiguchi S, Blood Bank Network analysis
‘Miyamura K, Aoki K, Hidaka M,

Nagamura F, Tojo A, Fang X,

Kato S

Yoshimi A, Kopima S, Taniguchi |Unrelated cord blood transpla|Biol Blood Vol 14 |1057- | 2008
S, Hara J, Matsui T, Takahashi Y ntation for severe aplastic ane Marrow Tran|No9 |63
, Azuma H, Kato K, Nagamura-ln!m:a splant ‘
oue T, Km S, Kato S. | |
Yahata T, Muguruma Y, Yumino |Quiescent human hematopoieti|Stem Cells | Vol 26 [3228- | 2008

|
Yup K, Murashige N, Kusumi E,|ood transplantation: retrospecti | |No 6 |

S, Sheng Y, Uno T, Matsuzawa |c stem cells in the bone marr| |No 12 |36

H, Ito M, Kato S Hona T, Ando|ow niches organize the hierar|

K |chical structure of hematopoie
| sis. = : _
Kawase T, Matsuo K, Kashiwase [HLA mismatch combinations |Blood INov 7. |Epub 2008
'l(, Inoko H, Sap H, Ogawa S, K| associated with decreased risk | _ahcad

ato S, Sasazuki T, Kodera Y, Mo | of relapse: Ilmplications for | {of prin
nshima Y ' molecular mechanism 't

=123~




m;k BT
e - -
FEREL | BTy s g (EESEo | & OB 4 MRS | HiRM [HME | RS-
WEE S | | |
IERECF | 1R - THREEE BB | BERELE | &THFE TR |2008 | p30
wEEL IR ‘
ERDE [LAROHWEE (HARE | I<KDPSMIE |BAER [HHL (2008 |pplss-19
DA T | RELEORE 478 (15) /R | Fremit 7
| bt |
] o
BEERA WX A LA ‘ BHREAL %5 e HHRREE
& B i, B fl~%ﬂt.ﬁl§3§€aﬁi?-1bﬂiﬂiﬁt-5§i§ 40 pp301-306 | 2008
Wil EFWTF N | 74— OB RS
T LT, [ICMT AR, —HER |
i #FE LDHEBREBLUVEREER
Wl OH |
- Ui
i By TR A& L7zAddis |HL§£—§§i§ 10 pp357-358 | 2008
ondF D 10i% B R |
i

oAk mEZ
i

e L

Kuratsubo I, Suzuki Y, Shimozawa N, Kondo N: Parents of Childhood X-linked Adrencleukodystrophy . Hi
gh Risk for Depression and Meurosis. Brain & Development 30: 477-482, 2008

Marita M, Kanai M, Shimozawa N, Suzuki Y et al: Bicalein 56,7- trimethyl ether activates peroxisomal bu
t not mitochondrial fatty acid beta—oxidation. J Inher Metab Dis 31: 442-449, 2008.




#HRIT T

()

Senda J, Ito M, Watanabe H, Atsuta N, Kawai Y, Katsuno M, Tanaka F, Naganawa S. Fukatsu H, Sobue G-
Correlation between pyramidal tract degeneration and widespread white matter involvement in amyotrophic lateral
sclerosis: A study with tractography and diffusion-tensor imaging Amyotroph Lateral Scler, 29 1-8, 2009 [Epub
ahead of print]

Tokui K, Adachi H. Waza M, Katsuno M, Minamivama M, Doi H, Tanaka K, Hamazaki J, Murata S, Tanaka F,
Sobue G: 17-DMAG ameliorates polyglutamine-mediated motor neuron degeneration through well-preserved
proteasome function in a SBMA model mouse. Hum Mol Genet, 2008. [Epub ahead of print]

Banno H, Katsuno M, Suzuki K, Takeuchi Y, Kawashima M, Suga N, Takamon M, Ito M, Nakamura T, Matsuo K,
Yamada S, Oki Y, Adachi H, Minamivama M, Waza M, Atsuta N, Watanabe H, Fujimoto Y, Nakashima T,
Tanaka F, Doyu M, Sobue G: Phase 2 tnal of leuprorelin in patients with spinal and bulbar muscular atrophy. Ann
Neurol, in press, 2008,

Okada Y, Matsumoto A, Shimazaki T, Enoki R, Koizumi A, Ishun S, Itoyama Y, Sebue G, Okano H:
Spatio-Temporal Recapitulation of Central Nervous System Development By Munine ES Cell-Derived Neural
Stem/Progenitor Cells. Stem Cells, in press, 2008.

Kawai Y, Suenaga M, Watanabe H, Ito M, Kato K, Kato T, Ito K, Tanaka F, Sobue G Prefrontal hypoperfusion
and cognitive dysfunction correlates in spinocerebellar ataxia type 6. J Neurol Sci, 271 68-74, 2008

Ito M,Watanabe H, Atsuta N, Senda J, Kawai Y, Tanaka F, Naganawa S, Fukatsu H, Sobue G: Fractional
anisotropy values detect pyramidal tract involvement in multiple system atrophy J Neurol Sci, 271: 40-46, 2008
Takeuchi Y, Katsuno M, Banno H, Suzuki K, Kawashima M, Atsuta N, Ito M, Watanabe H, Tanaka F, Sobue G:
Walking capacity evaluated by the 6-minute walk test in spinal and bulbar muscular atrophy. Muscle Nerve, 38
964-971, 2008.

lijima M, Koike H, Hattori N, Tamakoshi A, Katsuno M, Tanaka F, Yamamoto M, Anmura K, Sobue G
Prevalence and incidence rates of chronic nflammatory demyelinating polyneuropathy in the Japanese population
J Neurol Neurosurg Psychiatry, 79 1040-1043, 2008.

Kawai Y, Suenaga M, Takeda A, Ilto M, Watanabe H, Tanaka F, Kato K. Fukatsu H, Naganawa §, Kato T, Ito K,
Sobue G. Cognitive impairments in multiple system atrophy: MSA-C vs MSA-P. Neurology, 70: 1390-1396,
2008.

Suenaga M, Kawai Y, Watanabe H, Atsuta N, Ito M, Tanaka F, Katsuno M, Fukatsu H. Naganawa S, Sobue G.
Cognitive impairment in spinocerebellar ataxia type 6. J Neurol Neurosurg Psychiatry, 79: 496-469, 2008

Suzuki K, Katsuno M, Banno H, Takeuchi Y, Atsuta N, Ito M, Watanabe H, Yamashita F, Hori N, Nakamura T,
Hirayama M, Tanaka F, Sobue G: CAG repeat size correlates to electrophysiological motor and sensory
phenotypes in SBMA. Brain, 131: 229-239, 2008,

Katsuno M, Banno H, Suzuki K, Takeuchi Y, Kawashima M, Adachi H, Tanaka F, Sobue G: Molecular Genetics
and Biomarkers of Polyglutamine Diseases. Current Mol Med. 8: 221-234, 2008

Oki Y, Koike H, lijima M, Mori K, Hattori N, Katsuno M, Nakamura T, Hirayama M, Tanaka F. Shiraishi M,
Yazaki S. Nokura K, Yamamoto H, Sobue G: Ataxic vs painful form of paraneoplastic neuropathy. Neurology.
69 564-72, 2007

Adachi H, Waza M, Tokui K, Katsuno M, Minamiyvama M, Tanaka F. Doyu M, Sobue G, CHIP overexpression
reduces mutant androgen receptor protein and ameliorates phenotypes of the spinal and bulbar muscular atrophy
transgenic mouse model. J Newrosci, 27: 5115-5126, 2007,

Niwa J, Yamada S, Ishigaki S, Sone J, Takahashi M, Katsuno M, Tanaka F, Doyu M, Sobue G: Disulfide bond
mediates aggregation, toxicity, and ubiquitylation of familial amyotrophic lateral sclerosis-linked mutant SODI1
J Biol Chem, 282: 28087-28095, 2007

Tanaka KI, Namba T, Arai Y, Fujimoto M, Adachi H, Sobue G, Takeuchi K, Nakai A, Mizushima T: Genetic
evidence for a protective role for heat shock factor | and heat shock protein 70 against colitis. J Biol Chem. 282
23240-23252, 2007

Ito M, Watanabe H. Yoshinari K, Atsuta N, Tanaka F, Naganawa S, Fukatsu H, Sobue G. Usefulness of combmed
fractional anisotropy and apparent diffusion coefficient values for detection of involvement in multiple system
atrophy J Newurol Neurosurg Psychiatry. 78: 722-728, 2007

Adachi H, Waza M, Tokui K, Katsuno M, Minamiyama M, Tanaka F, Doyu M, Sobue G: CHIP overexpression
reduces mutant androgen receptor protein and ameliorates phenotypes of the spinal and bulbar muscular atrophy
transgenic mouse model J Neurosci. 27(19). 5115-26, 2007

Jiang YM, Yamamoto M, Tanaka F, Ishigaki S, Katsuno M., Adachi H, Niwa JI, Doyu M, Yoshida M, Hashizume
Y, Sobue G: Gene Expressions Specifically Detected in Motor Neurons (Dynactin 1, Early Growth Response 3,
Acetyl-CoA Transporter, Death Receptor 5, and Cyclin C) Differentially Correlate to Pathologic Markers in




20

Sporadic Amyotrophic Lateral Sclerosis. J Neuropathol Exp Neurol, 66: 617-627_2007

Yang Z, Chang YJ, Yu IC. Yeh S, Wu CC. Miyamoto H, Merry DE. Sobue G, Chen LM, Chang SS, Chang C
ASC-J9 ameliorates spinal and bulbar muscular atrophy phenotype via degradation of androgen receptor

Nat Med, 13: 348-353, 2007,

Ishigaki S, Niwa J, Yamada §, Takahashi M, lio T, Sone J, Doyu M, Urano F, SobueG: Dorfin-chip chimeric
proteins potently ubiquitylate and degrade familial ALS-related mutant SOD1 proteins and Reduce their cellular
toxicity. Neurobiol Dis, 25: 331-341, 2007.

Katsuno M, Adachi H, Minamiyama M, Waza M, Tokui K, Banno H, Suzuki K, Onoda Y, Tanaka F. Doyu M.
Sobue G: Reversible disruption of dynatein 1 - mediated retrograde axonal transport in polyglutamme - induced
motor neuron degeneration. J Newrosci, 26: 12106-12117, 2006

Huang Y, Niwa J, Sobue G, Breitwieser GE: Calcium-sensing receptor ubiquitination and degradation mediated
by the E3 ubiquitin ligase dorfin. J Biel Chem, 281: 11610-11617, 2006

Banno H, Adachi H, Katsuno M, Suzuki K, Atsuta N, Watanabe H, Tanaka F, Doyu M, Sobue G: Mutant androgen
receptor accumulation in spinal and bulbar muscular atrophy scrotal skin: a pathogenic marker

Ann Newrol, 59: 520-526, 2006.

Atsuta N, Watanabe H, Ito M, Banno H, Suzuki K, Katsuno M, Tanaka F, Tamakoshi A, Sebue G: Natural history
of spinal and bulbar muscular atrophy (SBMA): a study of 223 Japanese patients. Brain, 129 1446-1455, 2006.
Yamada S, Niwa J, Ishigaki S, Takahashi M, Ito T, Sone J, Doyu M, Sobue G: Archaeal proteasomes effectively
degrade aggregation-prone proteins and reduce cellular toxicities in mammalian cells. J Biol Chem, 281
23842-23851, 2006.

Waza M, Adachi H, Katsuno M, Minamiyama M, Tanaka F, Doyu M, Sobue G: Modulation of Hsp90 function in
neurodegenerative disorders: a molecular-targeted therapy against disease-causing protemn. J Mol Med, 84

635-646, 2006

~126 -



Ml B

$H

1. Takiyama, Y: Machado-Joseph disease/Spinocerebellar ataxia type 3. Advances in spinocerebel

lar degeneration and spastic paraplegia 2008, eds by Takiyama, Y and Nishizawa, M, Research Si

gnpost, Kerala, India: 7-30, 2008.

2. Takiyama, Y: Sacsinopathies. Advances In spinocerebellar degeneration and spastic paraplegr

a 2005 eds by Takivama, Y and Nishizawa, M, Research Signpost, Kerala, India: 99-112, 2008.

3. Shimazaki, H and Takiyama, Y: Spinocerebellar ataxia type 6 (SCA6). Advances in spinocerebe

llar degeneration and spastic paraplegia 2005, eds by Takiyama. Y and Nishizawa, M, Research S

ignpost, Kerala, India: 31-45, 2008.

4. Shimazaki, H and Takiyama, Y: Early-onset ataxia with oculomotor apraxia and hypoalbuminemi

a (EAOH) /Ataxia oculomotor apraxia type 1 (ADAL). Advances in spinocerebellar degeneration and
spastic paraplegia 2008, eds by Takiyama, Y and Nishizawa, M, Research Signpost, Kerala, Indi

at 81-98, 2008.

5. Sakoe, K, Namekawa, M, and Takiyama, Y: Spastic paraplegia type 4 (SPG4). Advances in spino

cerebellar degeneration and spastic paraplegia 2008, eds by Takiyama, Y and Nishizawa, M, Rese

arch Signpost, Kerala, India: 131-153, 2008.

6. Sakoe, K and Takiyama, Y: Heat shock proteins and neurodegenetative diseases. Hear-Shock F

roteins: International Research, eds by Morel, E and Vincent C, Nova Science Publishers, Inc.,
NY, USA: 265-273, 2008.

7. LS R ZREEEAE - TR SRR, i)Y ) IR=a Tl (Pl aAsEE - HE S|

Bk - SHEECAED - B (AAIARIES « BARY Y T—i a3 e, SRARPHIRS B 277-28

2, 2008

9. LS - AR, Annual Review fiSER 2008, HNSE - fRRSEA o Wi KA - SRR BRR PAHE

A, HERD: L 198-211, 2008

ik

l. Ouyang Y, Segers K, Bouquiaux 0, Wang FC, Janin N, Andris C, Shimazaki H, Sakoe K, Nakano I,
and Takiyama Y: Novel SACS mutation in a Belgian family with sacsin-related ataxia. J Neurol Sci
264: T3-76, 2008.

2. Kirito, K., Sakoe, K., Shinoda, D., Takiyama, Y., Kaushansky, K. and Komatsu, N.: A novel RU
NX1 mutation in familial platelet disorder with propensity to develop myeloid malignancies. Hem
atologica 93: 155-166, 2008.

3. Craig K, Takiyama Y, Soong BW, Jardim LB, Saraiva-Pereira ML, Lythgow K, Morino H, Maruyama
H, Kawakami H and Chinnery PF: Pathogenic expansions of the SCA6 locus are associated with a co
mmon CACNAIA haplotype across the globe: founder effect or predisposing chromosome? Eur J Hum G
enet 16 841-847, 2008.

4. Breckpot J, Takiyama Y, Thienpont B, Ortibus E, Devriendt K: A novel genomic disorder: a dele
tion of the SACS gene leading to spastic ataxia of Chairlevoix-Saguenay. Fur J Hum Genet 16: 105
0-1054, 2008,

5, Shimazaki H, Reza V, Hassan HM, Reza KKH, Sassan S, Shamsodin H, Fatemeh AM, Ouyang Y, Honda
J, Nakano I, and Takiyama Y: A large family with spinocerebellar ataxia type 6 in Iran: a clinic
al and genetic study. Archives of [ranian Medicine 11: 459-462, 2008.




PRiE 2 R THB—S
pinocerebellar at

axia with axonal

neuropathy (SCAN1

)

Lo iﬁi

[HEKS | o1/ Ak | WH2ED [ % B 4 imwwa':ﬁm@'ﬂuwm R—
[ wwxs | | ||
|l {= |Gerstmann-Streuss o1/=4 |Annual Review : £ o
2 i i : 6-
& |ler-Scheinker syn WRIER | fiEE 2008 FHHE | R e
| drome 5 :ﬁatt |

HREEMLIER | o=, |Annual Review| \oon |wear  |oono [poo oo
(L EFR O R LNRESS HhEE 2007 FAE | HUR 12007 1208-213

WAE
REE A,

ET

BLIA g

R AT R ONT
| O & 1%

BRESL 5

gﬁttﬁ%b’ ; 114(6) |40-44
[ |

N—7

HHRREF

2008

Hirano et

al.

| consequence

[ |ation?

Spmocerebellar ataxia
|with axonal neuropathy:

I |2732-43
R I {26(22) '

of a Tdpl r

|ecessive neomorphic mut

2007

[Hayashi D, et al

ssion with

fic CIL in

Elizondo LI,

al.

et

|
| lon

Reduced Foxp3 expre |J Neuroimmuno

!0-:ia_t_ed myelopathy. | —— |
|Schimke immuno—osseou |J Med Genet. !
s dysplasia: SMARCALI ‘

512
I3 200(1-2) |0

increased

|cytomegalovirus—speci |

HTLV-1-ass

2008

49-59

loss-of-function and

phenotypic correlati

[
Yuan ] et al.

|Genetically confirm|
|ed patients with me|
[ rosin-deficient con|

genital muscular dy|
I strophy in China

|Neuropediat |In press

| T1CS

~ 128~

| 2009

|
|
[ 2009
|



I M

REERE BX 5 FA% RERE | 25 | ~—T |diREF|
.Tnmitn K., Popiel HA | Structure-activity rcln'u?h:p study Bioorg Mr:d. -ﬁ' (-.;)_ 1259-1,:!6_? T Z_C]W
*Nagai Y, Toda T, on polyglutamine binding peptide Chem
Yoshimitsu Y., Ohno H., QBP1
Oishi S, Fujii N N o |
| Okamiote Y 'N_a,gaj_‘;_. Surface plasmon resonance | Biochem 378(3) 634-639 2009
Fujikake N | Popiel H A | characterization of specific binding | Biophys Res
Yoshioka T, Toda T, Inmi T | of polyglutamine aggregate inhibitors | Commun

to the expanded polyglutamine
!slre’.ch I |
.Rannguwn M., Nishimoto A, | Residual laminin-binding activity and | Hum Mol 18(4) | 621-631 2009
| Chiyonobu T, Takeda S, |enh.1nced dystroglycan glycosylation | Genet |
Miyagoe-Suzuki Y . Wang | by LARGE in novel model mice to
F.. Fujikake N, Taniguchi dystroglycanopathy
M., LuZ, Tachikawa M., |
Naga Y., Tashiro F | |
Miyazaki ), Tapma Y,
Takeda S, Endo T,
| Kobayashi K , Campbell
|KP., Toda T i
| Popiel H A, *Nagai Y., Delivery of the aggregate inhibitor | Neurosci 449 (2) 87-92 2009
Fujikake N, Toda T peptide QOBP1 into the mouse brain | Lett
using PTDs and its therapeutic
effects on polyglutamine disease
mice ___|
*Nagai Y., Popiel HA Conformational changes and Curr Pharm 14 (30) 3267-3279 | 2008
aggregation of expanded Des '
| polyglutamine proteins as therapeutic
targets of the polyglutamine diseases
Exposed f-sheet hypothesis ]
-,\'akayama H, Hamada M, |ER stress is the initial response to Biochem 377(2) 550-555 2008
Fujikake N, Nagai Y, Zhao | polyglutamine toxicity in PC12 cells | Biophys Res |
J., Hatano O, Shimoke K , Commun
Isosaki M., Yoshizumi M, |
Ikeuchi T — | |
Fujikake N, *Nagai Y., Heat shuck;any.ctipliun factor | J Biol Chem 283 (38) |26188-2619 ; 2008 |
Popiel H A, Okamoto Y, (HSF1)-activating compounds if | \
Yamaguchi M, Toda T suppress polyglutamine-induced
neurodegeneration through induction | i
of multiple molecular chaperones | |
Kaminosono S, Saito T, Iéuppr&ssinn of mutant huntingtin J Neurosci 28 (35) B747-8755 I 2008
Ovyama F, Ohshima T , aggregate formation by Cdk5/p35 |
Asada A Nagai Y, Nukina | through the effect on microtubule
N, Hisanaga S stability | A _!
KIEEE. R KB LA f Lyt [Clinical b BB
| Neuroscience [ |

- ]29_



[ A ObfRE. = m ‘rrmrs-rya'mmf What' = new? | Clinical [ 27 () | 9598 2009 |

Il { e ) Neuroscience
| AE R KO 7083 o EAROBIME | HEK - 58| 53 (3) | 235241 | 2008 |
| (R - BEFE ‘ |
P &

o ZiEds, [HEAEER L SRRBEORE] 2RFENE. BEMEFSNE(0915-6305) 19%S
# Page848-855(2008. 08)

FEGEEED, R BRI BT D123 MBS F 75 7 4 —OBERERICHOVT. STREES(Q
345-9082) 84#:2 5 Pagel57-159 (2008. 04)

RELEIE), TR ESEICHTA Yy hb—= ARV IAAE ) F—3rar, SEEHFSE09
16-8443) 254225 Pagel63-167 (2008. 03)

tE h

MXRE

1. Terajima K. Matsuzawa H. Shimohata T. Akazawa K. Nishizawa M. Nakada T. Tract-by-Tract Morphometri
c and Diffusivity Analyses In Vivo of Spinocerebellar Degeneration .J. Neuroimaging. 2008 Oct 2

2. Terajima K, Igarashi H, Hirose M, Matsuzawa H, Nishizawa M, Nakada T. Serial Assessments of Dela
yed Encephalopathy after Carbon Monoxide Poisoning Using Magnetic Resonance Spectroscopy and Diffu
sion Tensor Imaging on 30T System. Eur Neurol 2008; 59(1): 55-61

S Nakada T, Matsuzawa H, Kwee IL. High-resolution imaging with high and ultra high—field magnetic re
sonance imaging systems. Neuroreport. 2008 Jan B; 19(1); 7-13

W4 (&7

1. Kaminosono, S., Saito, T., Oyama, F., Ohshima, T., Asada, A, Nagai, Y., Nukina, N. & Hisanaga, S. Suppression

of mutant Huntingtin aggregate formation by Cdk5/p35 through the effect on microtubule stability. JJ Newroscr 28,

8747-55 (2008)

Wong, HK., Bauer, PO, Kurosawa, M., Goswami, A., Washizu, C., Machida, Y., Tosaki, A., Yamada, M.,

Knopfel, T.. Nakamura, T. & Nukina, N. Blocking acid-sensing ion channel | alleviates Huntington's discase

pathology via an ubiquitin-proteasome system-dependent mechanism. /Hum Mol Genet 17, 3223-35 (2008)

3. Yamanaka, T., Mivazaki, H., Oyama, F.. Kurosawa, M., Washizu, C., Doi, H. & Nukina, N. Mutant Huntingtin
reduces HSP70 expression through the sequestration of NF-Y transcription factor. FMB()J 27, 827-39 (2008)

4. Khan, L A, Yamanaka, T. & Nukina, N. Genetic impairment of autophagy intensifies expanded polyglutamine
toxicity in Caenorhabditis elegans. Biochem Biophys Res Commun 368, 729-35 (2008)

Do, H, Okamura, K., Bauer, P.O, Furukawa, Y, Shimizu, H, Kurosawa, M., Machida, Y., Mivazaki, H, Mi

tsu, K, Kuroiwa, Y. & Nukina, N. RNA-binding protein TLS is a major nuclear aggregate-interacting protein

in_huntingtin exon | with expanded polyglutamine-expressing cells. J Biol Chem 283, 6489-500 (2008)

[3%]

-130-



TH KR

RS

BRERKA

LY A brrg

BEBY

Takayama K, Tora
shima T, Horiuchi
H, Hirai H

Purkinje—cell-preferential

transduction by lentivir
al vectors with the muri
ne stem cell virus prom
oter

Neuroscienc

e letters

R

2008

Shiba K, Torashim
a T, Hirai H, Oga
wa K, Akhter N,
Nakajima K. Kinuy
a S, Mori H

Potential usefulness of

D2R reporter gene imagi
ng by IBF as gene ther
apy monitoring for cereb

ellar neurodegenerative

J Cereb Blo

od Flow Met

2008

|In press

|diseases [im
|
o |
—F HEE
ﬁﬁ — —— e e -
| BERL | BLryA L% (BEeEko | B B 4 |HEES | HEEH .‘ﬂkﬁf#’-l A—r |
| WA _ _ | R
TATEA | RAEMEE e (Mso~r A s (e (2008 |1—24
- ZRWENHE |(EEE |/ —F F REE ‘
GRS HE | RR19ERERR | E W
|
: o AE WEBE | ‘
| | 52

131



AR

HAEH RERIDH : 2008)

KEEF (REEHEHKY)

1. Tsunemi T, Ishikawa K, Jin H, Mizusawa H. Cell-type-specific alternative splicing in
spinocerebellar ataxia tvpe 6. Neurosci Lett. 2008 Dec 5:447(1):78-81.
2. Watase K, Barrett CF, Miyazaki T, Ishiguro T, Ishikawa K, Hu Y, Unno T, Sun Y, Kasai S,
Watanabe M, Gomez CM, Mizusawa H, Tsien RW, Zoghbi HY. Spinocerebellar ataxia type 6 |
knockin mice develop a progressive neuronal dysfunction with age-dependent accumulation of
mutant CaV2.1 channels. Proc Natl Acad Sci U S A. 2008 Aug 19;105(33):11987-92.
3. Jiang X. Lin, K. Ishikawa, M. Sakamoto, T. Tsunemi, T. Ishiguro, T. Amino, S. Toru, 1. Kondo, H.
Mizusawa. Direct and accurate measurement of CAG repeat configuration in the ataxin- I (ATXN-1)

gene by “dual-fluorescence labeled PCR-restriction fragment length analysis”™. J Hum Genet
2008;53(4):287-95,

4. K. Ishikawa, K. Flanigan, H. Mizusawa. 16q-ADCA and SCA4, the two distinct disorders linked to
the same locus. In, Spinocerebellar ataxias. Y. Takiyama, M. Nishizawa, editors. Research Signpost
Publishers, 2008: 57-68.

BH R

¥
1. Miyai . Longitudinal optical imaging study for locomotor recovery after 1schemic stroke, State-of-the-art-imaging
in stroke. The present state and implication on future. Schaller B ed., Nova Science Publisher, NY, 2008, 41-74
BEH—M UNEUT—avHlROBE REROABELUNEYT -3 BRERAEEX
FANYNEYF— 32 527531, PLLERTE, 2008

3 EHN MMEMECLSEWHEEO)NE)T—I 3 709710 5 EOEMIEH EREER, 2009

a

M

1. Suzuki M, Miyai I, Ono T, Kubota K. Activities in the frontal cortex and gait performance are modulated by
preparation. An INIRS study. Neurolmage 2008;39:600-607

2. Mihara M, Miyai |, Hatakenaka M, Kubota K. Role of the prefrontal cortex in human balance control. Neurolmage,
2008:43:329-336

3. Harada T, Miyai I, Suzuki M, Kubota K. Cortical activation during locomotion in the elderly. Exp Brain Res, in
press
ER#EE, BPHHRE—BH N FMEMFOARED. R 2008,50(3)142-146.
FR—BH—B BRE~0UNE)TF—T 3 BREBRAES 2008,37(5):677-681,
BPHCHBEHB FREOARFRIZEDLETINE) T3 0N AEZITELEESD | H.
#EYNEYF—L 3 2 2008:36(9):904-907,

7. RERWEAEH B UNENTF—L 3 o LRHERAE RE MM 2008;13(3)235-238

8§ BRHCHEH—B UNEUF—LaVEY -EROBKLSEORE KENES~OTF IO—F
fZEP ALY hFFE—200927 (1) 9-14



