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発表者氏名 論文タイトル名 発表誌名 巻 ページ 出版年 
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GRANTへ
の謝辞の有
無 

Hattori T, Orimo S, Hallett M, Wu T, 
Inaba A, Azuma R, Mizusawa H 

Relationship and factor structure in 
multisystem neurodegeneration in 
Parkinson’s disease. 

Acta Neurol Scand Dec;130(6) 347-53 2014  

Nishina T, Numata J, Nishina K, 
Yoshida-Tanaka K, Nitta K, Piao W, Iwata 
R, Ito S, Kuwahara H, Wada T, Mizusawa 
H, Yokota T 

Chimeric Antisense Oligonucleotide 
Conjugated 
to α-Tocopherol 

Nucleic Acids Jan 13 13;4 2014  

原聡子、饗場郁子、齋藤由扶子、犬飼 晃
、石川欽也、水澤英洋 

pinocerebellar ataxia type 31(SCA31)
の臨床像，画像所見—Spinocerebellar 
ataxia type 6(SCA6)との小脳外症候の

比較検討—. 

臨床神経学 54(6) 473-479 2014  

田中伸幸、南里和紀、田口丈士、田中
紀子、藤田恒夫、三苫 博、川田明広
、水澤英洋 

脊髄小脳変性症の画像診断における
Voxel-based morphometryの有用性 

BRAIN and 
NERVE 

66(6) 699-704 2014  

GrimaldeiG, Argyropoulos GP, Boeheinger 
A, Celnik P, Edwaards MJ, Ferrucci R, 
Gales KJM, Groiss SJ, Hiraoka K, 
Kassavetis P, Lesage E, Manto M, Miall 
RC, Priori A, Sadnicka A, Ugawa Y, 
Ziemann U 

Non-invasive cerebellar stimulation - a 
consensus paper.   

Cerebellum 13(1) 121-138 2014  無 

Matsuda S, Matsumoto H, Furubayashi T, 
Hanajima R, Tsuji S, Ugawa Y, Terao Y 

The 3-second rule in hereditary pure 
cerebellar ataxia: a synchronized tapping 
study.  

Plos One    (in press) 有 

Koh K, Kobayashi F, Miwa M, Shindo K, 
Isozaki E, Ishiura H, Tsuji S, Takiyama Y. 

Novel mutations in the PNPLA6 gene in 
Boucher-Neuhauser syndrome. 

J Hum Genet Epub ahead of 
print 

 29 Jan 2015 有 



 

 

Wang Y, Koh K, Miwa M, Yamashiro N, 
Shindo K, Takiyama Y. 

A Japanese SCA5 family with a novel 
three-nucleotide in-frame deletion 
mutation in the SPTBN2 gene: a clinical 
and genetic study. 

J Hum Genet 59 569-573 2014 有 

Shimazaki H, Honda J, Naoi T, Namekawa 
M, Nakano I, Yazaki M, Nakamura K, 
Yoshida K, Ikeda S, Ishiura H, Fukuda Y, 
Takahashi Y, Goto J, Tsuji S, Takiyama Y. 

Autosomal-recessive complicated spastic 
paraplegia with a novel lysosomal 
trafficking regulator gene mutation. 

J Neurol 
Neurosurg 
Psychiatry 

85 1024-1028 2014 有 

瀧山嘉久 遺伝性痙性対麻痺の最新情報 臨床神経 54 1009-1011 2014 有 

瀧山嘉久 痙性対麻痺：JASPAC BRAIN and 
NERVE 

66 1210-1217 2014 有 

Mizuguchi, M., Obita, T., Serita, T., Ko
jima, R.,Nabeshima, Y., Okazawa. H.  

Mutations in the PQBP1 gene prevent 
its interaction with the spliceosomal pr
otein U5-15kD.  

Nature Commun.
  

5 3822 2014 無 

Ito, H., Shiwaku, H., Yoshida, C., Hom
ma, H., Luo, H., Chen, X., Fujita, K., 
Musante, L., Fischer, U., Frint,s SG., R
omano, C., Ikeuchi, Y., Shimamura, T.,
 Imoto, S., Miyano, S., Muramatsu, SI.,
 Kawauchi, T., Hoshino, M., Sudol, M.,
 Arumughan, A., Wanker, EE., Rich, 
T., Schwartz, C., Matsuzaki, F., Bonni, 
A., Kalscheuer, VM., Okazawa, H. 

In utero gene therapy rescues microcep
haly caused by Pqbp1-hypofunction in 
neural stem progenitor cells. 

Mol Psychiatry doi: 10.1038/m
p.2014.69. 

Epub ahead 
of print 

2014 無 

Tagawa, K., Homma, H., Saito, A., Fuji
ta, K., Chen, X., Imoto, S., Oka, T., It
o, H., Motoki, K., Yoshida, C., Hatsuta,
 H., Murayama, S., Iwatsubo, T., Miya
no, S., Okazawa, H. 

Comprehensive phosphoproteome analys
is unravels the core signaling network 
that initiates the earliest synapse pathol
ogy in preclinical Alzheimer's disease 
brain.  

Hum Mol Genet.
  

24(2) 540-58. 2015 無 

Ito, H., Fujita, K., Tagawa, K., Chen, 
X., Homma, H., Sasabe, T., Shimizu, 
J., Shimizu, S., Tamura, T., Muramatsu,
 SI., Okazawa, H. 

HMGB1 facilitates repair of mitochond
rial DNA damage and extends the lifes
pan of mutant ataxin-1 knock-in mice. 

EMBO Mol Me
d. 

7(1) 78-101. 2014 無 



 

 

Shiraishi, R., Tamura, T., Sone, M., Ok
azawa, H. 

Systematic Analysis of Fly Models wit
h Multiple Drivers Reveals Different E
ffects of Ataxin-1 and Huntingtin in N
euron Subtype-Specific Expression. 

PLoS One.  9(12) e116567 2014 無 

田村拓也、岡澤均 「神経変性疾患の細胞死とHippo path
way──神経変性はHippo pathwayで制
御されるか？」 

医学のあゆみ 251巻5号 449-454 2014 無 

Sugeno N, Hasegawa T, Tanaka N, Fuk
uda M, Wakabayashi K, Oshima R, Ko
nno M, Miura E, Kikuchi A, Baba T, 
Anan T, Nakao M, Geisler S, Aoki M,
 Takeda A. 

Lys-63-linked Ubiquitination by E3 Ub
iquitin Ligase Nedd4-1 Facilitates Endo
somal Sequestration of Internalized α-S
ynuclein. 

J Biol Chem 289 18137-18151 2014 有 

Takeda A., Baba T., Kikuchi A., Haseg
awa T., Sugeno N., Konno M., Miura 
E., Mori E. 

Olfactory dysfunction and dementia in 
Parkinson's disease. 

J. Parkinsons Di
s. 

4 181-187 2014 有 

Stankovic I., Krismer F., Jesic A., Anto
nini A., Benke T., Brown RG., Burn D
J., Holton JL., Kaufmann H., Kostic V
S., Ling H., Meissner WG., Poewe W.,
 Semnic M., Seppi K., Takeda A., Wei
ntraub D., Wenning GK. 

Cognitive impairment in multiple syste
m atrophy: A position statement by th
e Neuropsychology Task Force of the 
MDS multiple system atrophy (MODI
MSA) Study Group. 

Movement Disord
ers 

29 857-867 2014 無 

Wakabayashi K, Mori F, Kakita A, Tak
ahashi H, Utsumi J, Sasaki H 

Analysis of microRNA from archived f
ormalin-fixed paraffin-embedded specim
ens of amyotrophic lateral sclerosis 

Acta Neuropathol
 Comm 

2 173 2014 有 

Tanji K, Odagiri S, Miki Y, Maruyama
 A, Nikaido Y, Mimura J, Mori F, Wa
rabi E, Yanagawa T, Ueno S, Itoh K, 
Wakabayashi K 

p62 deficiency enhances α-synuclein pa
thology in mice 

Brain Pathol   in press 有 



 

 

Kazuhiro Hara, Hirohisa Watanabe, Miz
uki Ito, Takashi Tsuboi, Hazuki Watana
be, Ryoichi Nakamura, Jo Senda、,Naok
i Atsuta, Hiroaki Adachi, Ikuko Aiba b,
 Shinji Naganawa, Gen Sobue 

Potential of a new MRI for visualizing
 cerebellar involvement in progressive 
supranuclear palsy. 

Parkinsonism Rel
at Disord. 

20(2) 157-61 2014 有 

Takashi Tsuboi, Hirohisa Watanabe, Yas
uhiro Tanaka, Reiko Ohdake, 
Noritaka Yoneyama, Kazuhiro Hara, Ry
oichi Nakamura, Hazuki Watanabe, 
Jo Senda, Naoki Atsuta, Mizuki Ito, Ma
saaki Hirayama, Masahiko Yamamoto, 
Yasushi Fujimoto, Yasukazu Kajita, Tos
hihiko Wakabayashi, Gen Sobue 

Distinct phenotypes of speech and voic
e disorders in Parkinson's disease after
 subthalamic nucleus deep brain stimul
ation. 

J Neurol Neurosu
rg Psychiatry. 

Epub ahead of 
print 

 204 有 

樋口雄二郎，橋口昭大，袁軍輝，吉村
明子，中村友紀，岡本裕嗣，三井純，
辻省次，髙嶋 博. 

臨床的にCharcot-Marie-Tooth病が疑わ
れた304例のエクソーム解析による網
羅的遺伝子診断 

Peripheral Nerve 25() 93-99 204 有 

Yausi K, Yabe I, Yoshida K, Kanai K, Arai 
K, Ito M, Onodera O, Koyano S, Isozai E, 
Sawai S, Adachi Y, Sasaki H, Kuwabara S, 
Hattori T, Sobue G, Mizusawa H, Tsuji S, 
Nishizawa M, Nakashima K 

A 3-year cohort study of the natural 
history of spinocerebellar ataxia type 6 in 
Japan 

Orphanet Journal 
of Rare Diseases  

9  8 204 有 

Matsushima M, Yabe I, Uwatoko H, Shirai 
S, Hirotani M, Sasaki H  
 

Reliability of the Japanese version of the 
Berg Balance Scale 

Internal Medicine  53 62-624 204 有 

Matsushima M, Yabe I, Hirotani M, Kano 
T, Sasaki H 

Reliability of the Japanese version of the 
Scales for Outcomes in Parkinson’s 
Disease-Autonomic questionnaire  

Clin Neurol 
Neurosurg  

24 82-84 204 有 

Yabe I, Matsushima M, Yoshida K, 
Ishikawa K, Shirai S, Takahashi I, Sasaki 
H 
 

Rare frequency of downbeat positioning 
nystagmus in spinocerebellar ataxia type 3 

J Neurol Sci (in 
press) 

  204 有 



 

 

Wakabayashi K,Mori F, Kakita A,  
Takahashi H, Utsumi J, Sasaki H 

Analysis of microRNA from archived 
formalin-fixed paraffin-embedded 
specimens of amyotrophic lateral 
sclerosis. 

Acta Neuropathol 
Commun 

2 73 204 有 

Yaguchi H, Yabe I, Takahashi H, Okumura 
F, Takeuchi A, Horiuchi K, Takahiro Kano 
Kanda A, Saito W, Matsumoto M,  
Nakayama K,Hatakeyama S,Sasaki H 

Identification of anti-Sez6l2 antibody in a 
patient with cerebellar ataxia and 
retinopathy. 

J Neurol 26 224-226 204 有 

Miki Y, Mori F, Kon T, Tanji K, 
Toyoshima Y, Yoshida M, Sasaki H, 
Kakita A, Takahashi H, Wakabayashi K. 

Accumulation of the sigma- receptor is 
common to neuronal nuclear inclusions in 
various neurodegenerative diseases. 

Neuropathology 34 48-58 204 有 

Kon T, Mori F, Tanji K, Miki Y, 
Toyoshima Y, Yoshida M, Sasaki H, 
Kakita A, Takahashi H, Wakabayashi K. 

ALS-associated protein FIG4 is localized 
in Pick and Lewy bodies, and also 
neuronal nuclear inclusions, in 
polyglutamine and intranuclear inclusion 
body diseases. 

Neuropathology 34 9-26 204 有 

Hama Y, Yabe I, Wakabayashi K, Kano T, 
Hirotani M, Iwakura Y, Utsumi J, Sasaki 
H. 
 

Level of plasma neuregulin- SMDF is 
reduced in patients with idiopathic 
Parkinson's disease. 
 

Neurosci Lett  587 7-2. 205 有 

矢部一郎, 佐々木秀直 
 

脊髄小脳変性症の治療の進歩 203*  神経治療学  3 397-404 204 無 

Yonekawa T, Oya Y, Higuchi Y, Hashi
guchi A, Takashima H, Sugai K, Sasaki
 M. 

Extremely severe complicated spastic p
araplegia 3A with neonatal onset. 

Pediatr Neurol. Nov;5(5) 726-729 204 無 

Ohkawa T, Satake S, Yokoi N, Miyaza
ki Y, Ohshita T, Sobue G, Takashima 
H, Watanabe O, Fukata Y, Fukata M. 

Identification and characterization of G
ABA(A) receptor autoantibodies in aut
oimmune encephalitis. 

J Neurosci. Jun ;34(24) 85-863. 204  

Hashiguchi A, Higuchi Y, Nomura M, 
Nakamura T, Arata H, Yuan J, Yoshim
ura A, Okamoto Y, Matsuura E, Takash
ima H. 

Neurofilament light mutation causes he
reditary motor and sensory neuropathy 
with pyramidal signs. 

J Peripher Nerv 
Syst. 

[Epub ahead of
 print]  

[Epub ahead
 of print] 

205 有 



 

 

Yoshida K, Miyatake S, Kinoshita T, D
oi H, Tsurusaki Y, Miyake N, Saitsu 
H, Matsumoto N.  

‘Cortical cerebellar atrophy’ dwindles a
way in the era of next-generation sequ
encing.  

J Hum Genet  59 589-590 204 有 

Yoshida K, Asakawa M, Suzuki-Kouya
ma E, Tabata K, Shintaku M, Ikeda S,
 Oyanagi K.  

Distinctive features of degenerating Pur
kinje cells in spinocerebellar ataxia typ
e 3.  

Neuropathology 34 26-267 204 有 

Doi H, Ushiyama M, Baba T, Tani K, 
Shiina M, Ogata K, Miyatake S, Yuzaw
a FY, Tsuji S, Nakashima M, Tsurusaki
 Y, Miyake N, Saitsu H, Ikeda S, Tana
ka F, Matsumoto N, Yoshida K.  

Late-onset spastic ataxia phenotype in 
a patient with a homozygous DDHD2 
mutation.  

Scientific Reports
  

4 732 204 有 

Adachi T, Kitayama M, Nakano T, Adachi 
Y, Kato S, Nakashima K. 
 

Autopsy case of spinocerebellar ataxia 
type 3 with severe dementia at the 
terminal stage. 

Neuropathology.  Epub ahead Epub ahead 204 有 

安井建一、足立芳樹、中島健二 その他のポリグルタミン病
（SCA,SCA2,SCA7,SCA7） 

別冊日本臨床 
神経症候群（第2
版）II 

27 360-364 204 無 

安井建一，中島健二 脊髄小脳変性症・多系統萎縮症の特徴
と治療・看護 

臨床老年看護 204.9-0月号 2- 204 無 

Yasui K, Yabe I, Yoshida K, Kanai K,
 Arai K, Ito M, Onodera O, Koyano S,
 Isozaki E, Sawai S, Adachi Y, Sasaki 
H, Kuwabara S, Hattori T, Sobue G, M
izusawa H, Tsuji S, Nishizawa M, Nak
ashima K.  

A 3-year cohort study of the natural h
istory of spinocerebellar ataxia type 6 
in Japan.  

Orphanet J Rare 
Dis  

9 8 204 有 

Shimazaki H, Honda J, Naoi T, Namek
awa M, Nakano I, Yazaki M, Nakamur
a K, Yoshida K, Ikeda S, Ishiura H, F
ukuda Y, Takahashi Y, Goto J, Tsuji 
S, Takiyama Y.  

Autosomal-recessive complicated spastic
 paraplegia with a novel lysosomal traf
ficking regulator gene mutation.  

J Neurol Neurosu
rg Psychiatry  

85 024-028 204 有 

Tada M, Nishizawa M, Onodera O. Redefining cerebellar ataxia in degener
ative ataxias: lessons from recent resea
rch on cerebellar systems. 

J Neurol Neurosu
rg Psychiatry 

EuPub  205 有 



 

 

Ozawa T, Sone H, Nishizawa M Reply to: Relationship between leptin a
nd blood pressure in patients with mul
tiple system atrophy. 

J Neurol Sci 348 285 205 有 

Ozawa T, Tokunaga J, Arakawa M, Ish
ikawa A, Takeuchi R, Yokoseki A, Son
e H, Nishizawa M 

The circulating level of leptin and blo
od pressure in patients with multiple s
ystem atrophy. 

J Neurol Sci 347 349-35 204 有 

他田正義, 西澤正豊 【神経症候群(第2版)-その他の神経疾
患を含めて-】 変性疾患 脊髄小脳変性
症 劣性遺伝性脊髄小脳変性症 セナタ
キシン欠損症 

日本臨床 別冊神
経症候群II 

 389-393 204 無 

Obayashi M, Stevanin G, Synofzik M, 
Monin ML, Duyckaerts C, Sato N,  
Streichenberger N, Vighetto A, Desestret
 V, Tesson C, Wichmann HE, Illig T, 
Huttenlocher J, Kita Y, Izumi Y,  
Mizusawa H, Schöls L, Klopstock T,  
Brice A, Ishikawa K, Dürr A. 

Spinocerebellar ataxia 36 exists in dive
rse populations and can be caused by 
a short hexanucleotide GGCTG repeat 
expansion.  

J Neurol Neurosu
rg & Psychiatry. 
 

December 4, 
204. 

 204 有 

Ozaki K, Sanjo N, Ishikawa K, Higahsi
 M, Hattori T, Tanuma N, Miyata R, 
Hayashi M, Yokota T, Okawa A,  
Mizusawa H. 
 

Elevation of 
8-hydroxy-2′-deoxyguanosine in the 
cerebrospinal fluid of three patients with 
superficial siderosis.  

Neurology and 
Clinical 
Neuroscience. 

In press  205 有 

Ozaki K, Irioka T, Ishikawa K,  
Mizusawa H. 
 

CADASIL with a Novel NOTCH3 
Mutation (Cys478Tyr). 

Journal of Stroke 
and 
Cerebrovascular 
Diseases.  

January 3, 205.  205 無 

Ota K, Obayashi M, Ozaki K, Ichinose
 S, Kakita A, Tada M, Takahashi H,  
Ando N, Eishi Y, Mizusawa H,  
Ishikawa K.  
 

Relocation of p25α/tubulin 
polymerization promoting protein from 
the nucleus to the perinuclear cytoplasm 
in the oligodendroglia of sporadic and 
COQ2 mutant multiple system atrophy. 

Acta Neuropathol 
Commun. 

Sep ; 2():36, 
204. [Epub 
ahead of print] 

 204 有 

Yamashita C, Tomiyama H, Funayama M, 
Inamizu S, Ando M, Li Y, Yoshino H, 
Araki T, Ichikawa T, Ehara Y, Ishikawa K, 

The evaluation of polyglutamine repeats 
in autosomal dominant Parkinson's 
disease. 

Neurobiol Aging.  35(7):779.e7-2, 
204. 

 204 有 



 

 

Mizusawa H, Hattori N.  

Obayashi M, Stevanin G, Synofzik M, 
Monin ML, Duyckaerts C, Sato N,  
Streichenberger N, Vighetto A, Desestret
 V, Tesson C, Wichmann HE, Illig T, 
Huttenlocher J, Kita Y, Izumi Y,  
Mizusawa H, Schöls L, Klopstock T,  
Brice A, Ishikawa K, Dürr A. 

Spinocerebellar ataxia 36 exists in dive
rse populations and can be caused by 
a short hexanucleotide GGCTG repeat 
expansion.  

J Neurol Neurosu
rg & Psychiatry. 
 

December 4, 
204. 

 204 有 

Sugiyama A, Ito S, Suichi T, Sakurai 
T, Mukai H, Yokota H, Yonezu T, Ku
wabara S 

Putaminal hypointensity on T2*-weight
ed MR imaging is the most practically
 useful sign in diagnosing multiple sys
tem atrophy: A preliminary study 

Journal of the N
eurological Scien
ces 

印刷中  205 無 

Yamamoto T, Sakakibara R, Uchiyama 
T, Yamaguchi C, Ohno S, Nomura F, 
Yanagisawa M, Hattori T, Kuwabara S 

Time-dependent changes and gender dif
ferences in urinary dysfunction in patie
nts with multiple system atrophy 

Neurourol Urody
n 

33 56-523 204 無 

Yasui K, Yabe I, Yoshida K, Kanai K,
 Arai K, Ito M, Onodera O, Koyano S,
 Isozaki E, Sawai S, Adachi Y, Sasaki 
H, Kuwabara S, Hattori T, Sobue G, M
izusawa H, Tsuji S, Nishizawa M, Nak
ashima K 

A 3-year cohort study of the natural h
istory of spinocerebellar ataxia type 6 
in Japan. 

Orphanet J Rare 
Dis 

印刷中  205 有 

 
 


