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The mission of the study group is to elucidate the molecular pathogenesisi and to develop
therapeutic tools of spinocerebellar ataxia (polyglutamine diseases, non—coding repeat expansion
diseases and multiple system atrophy) and familiar spastic paraplegia. Since the diseases are
rare and diversified, the group conducted a multi—-instituitional joint research.
Major reluts of the study group are as follows:

D Polyglutamaine diseases

1) We generated a marmoset model of spinocerebellar ataxia type 3 (MJD, SCA3) by injecting
an adeno-associated virus (AAV) serotype 9 vector expressing a mutant ATXN3 protein into the
cerebellum. We also obtained polyglutamine disease transgenic marmosets mimicking human disease
pathology of SCA3. 2) We developed a mthod to treat DRPLA mice. 3) We found that AAV-RpAl improved
DNA damage in Purkinje cells, recovered neural processes and cell body, recovered number of
Purkinje cells, and finally ameliorated motor symptoms and elongated lifespan of SCAl mouse model.
We also found the therapeutic efficacy of AAV-HMGB1 on SCA1 mouse model. 4) We found that BIIB021,
an HSP90 inhibitor, facilitates degradation of pathogenic ataxin—1 protein via HSP70 and autophagy
induction by activating HSFI1.
@ Repeat disease due to non—coding sequence expansions

1) Cellular models of Asidan (also called SCA36) were developed and used to select
candidate chemical compounds that suppress RNA foci formation.2) An autopsy sample was obtained
from an Asidan patient and histologically examined. Cytoplasmic inclusions and (GGCCUG)n repeat
RNA foci were detected. Giant RNA foci, nearly 10 Im in diameter, were detected most frequently
in the inferior olivary nucleus. 3) Scores of DAT scan was decreased in 60% of the Asidan patients
without evident parkinsonian features. 4) We characterized a new autopgagy system that degrades

RNA.



® Multiple system atrophy
1) We asked whether any CNVs in genome relate the molecular mechanism of multiple system
atrophy (MSA), by using the array CGH method. 2) We found that endocytosis of dopamine transporter
(DAT) simultaneously increased the uptake of exogenous «-synuclein in cultured cells. 2) We
demonstrated that AMBRAL is a novel hub binding protein of a—synuclein and plays a central role
in the pathogenesis of multiple system atrophy (MSA) through the degradative dynamics of
a-synuclein. 3) We generated a mouse model of MSA by overexpressing human «-synuclein in
oligodendrocytes.
@ Familiar spastic paraplegia
1) Using the genomic DNA collected by Japan Spastic Paraplegia Research Consortium
(JASPAC), we attempted to elucidate the causative gene of Hereditary Spastic Paraplegia (HSP)
during three years. We found a compound heterozygous mutation in the PLAZ2G6E gene. We found novel
homozygous and compound heterozygous mutations in the ALDHISAI gene in two families with spastic
paraplegia associated with ataxia and mental retardation. 2) We found that treatment with zinc
may be useful in patients with aceruloplasminemia to diminish iron accumulation in the brain and
body and to prevent or ameliorate systemic and neurologic symptoms.
® Physiological Biomarkers
1) We developed a motion—capture nsystem to evaluate the signs of cerebellar ataxic
patients as continuous variables. 2) We examined the limitation of temporal integration in patients
with SCA by synchronized tapping task, and found that patients with MSA have shorter limitation
of temporal integration than those with other types of SCA (SCA6, SCA31, and Machado Joseph disease).
3) We explored behavioral parameters to probe cerebellar cognitive functions by performing various
psychophysical tests on pure—cerebellar types of SCA (SCA6, SCA31) and matched controls. We trained
macaque monkeys on similar behavioral tasks and performed physiological and pharmacological

experiments to clarify the underlying mechanisms.

L. RO ~DFHEE
(1) PR - MEEFEICRT 2m—% (FNEE 23 . FEEGE 124 1)

1. Mitoma H, K.Adhikari, D.Aeschlimann, P.Chattopadhyay, M.Hadjivassiliou, C.S. Hampe,
J. Honnorat, B. Joubert, Kakei S, J.Lee, M.Manto, Matsunaga A, Mizusawa H, Nanri K, Consensus
Paper:Neuroimmune Mechanisms of Cerebellar Ataxias, Cerebellum, 2016, 15(2):213-32

2. 0Ozaki K, Doi H, Mitsui J, Sato N, Iikuni Y, Majima T, Yamane K, Irioka T, Ishiura H, Doi K,
Morishita S, Higashi M, Sekiguchi T, Koyama K, Ueda N, Miura Y, Miyatake S, Matsumoto N, Yokota
T, Tanaka F, Tsuji S, Mizusawa H, Ishikawa K. A Novel Mutation in ELOVL4 Leading to
Spinocerebellar Ataxia (SCA) With the Hot Cross Bun Sign but Lacking Erythrokeratodermia:
A Broadened Spectrum of SCA34.2015, 72, 797-805.

3. Nakatsuji H, Araki A, Hashizume A, Hijikata Y, Yamada S, Inagaki T, Suzuki K, Banno H, Suga
N, Okada Y, Ohyama M, Nakagawa T, Kishida K, Funahashi T, Shimomura I, Okano H, *Katsuno M,

8



10.

11.

12.

13.

14.

Sobue G. Correlation of insulin resistance and motor function in spinal and bulbar muscular
atrophy. J Neurol. doi: 10.1007/s00415-017-8405-3. [Epub ahead of print]

Yamada S, Hashizume A, Hijikata Y, Inagaki T, Suzuki K, Kondo N, Kawai K, Noda S, Nakanishi
H, Banno H, Hirakawa A, Koike H, Halievski K, Jordan CL, *Katsuno M, Sobue G. Decreased Peak
Expiratory Flow Associated with Muscle Fiber—Type Switching in Spinal and Bulbar Muscular
Atrophy. PLoS One. 2016, 11, e0168846. doi: 10.1371/journal. pone. 0168846.

Kino Y, Washizu C, Kurosawa M, Yamada M, Doi H, Takumi T, Adachi H, Katsuno M, Sobue G, Hicks
GG, Hattori N, Shimogori T, Nukina N. FUS/TLS acts as an aggregation—dependent modifier of
polyglutamine disease model mice. Sci Rep. 2016, 6, 35236. doi: 10.1038/srep35236.
Hijikata Y, Katsuno M, Suzuki K, Hashizume A, Araki A, Yamada S, Inagaki T, Iida M, Noda S,
Nakanishi H, Banno H, Mano T, Hirakawa A, Adachi H, Watanabe H, Yamamoto M, Sobue G. Impaired
muscle uptake of creatine in spinal and bulbar muscular atrophy. Ann Clin Transl Neurol. 2016,
3, 537-546. doi: 10.1002/acn3. 324.

Ding Y, Adachi H, Katsuno M, Sahashi K, Kondo N, Iida M, Tohnai G, Nakatsuji H, Sobue G. BIIB021,
a synthetic Hsp90 inhibitor, induces mutant ataxin—1 degradation through the activation of
heat shock factor 1. Neuroscience 2016, 327, 20-31. doi: 10. 1016/ j. neuroscience. 2016. 03. 064.
Bott LC, Badders NM, Chen KL, Harmison GG, Bautista E, Shih CC, Katsuno M, Sobue G, Taylor
JP, Dantuma NP, Fischbeck KH, Rinaldi C. A small-molecule Nrfl and Nrf2 activator mitigates
polyglutamine toxicity in spinal and bulbar muscular atrophy. Hum Mol Genet. 2016, 25,
1979-1989. doi: 10.1093/hmg/ddw073.

Pourshafie N, Lee PR, Chen KL, Harmison GG, Bott LC, Katsuno M, Sobue G, Burnett BG, Fischbeck
KH, Rinaldi C. MiR—298 Counteracts Mutant Androgen Receptor Toxicity in Spinal and Bulbar
Muscular Atrophy. Mol Ther. 2016, 24, 937-945. doi: 10.1038/mt. 2016. 13.

Mano T, Katsuno M, Banno H, Suzuki K, Suga N, Hashizume A, Araki A, Hijikata Y, Tanaka S,
Takatsu J, Watanabe H, Yamamoto M, Sobue G. Head Lift Exercise Improves Swallowing Dysfunction
in Spinal and Bulbar Muscular Atrophy. Eur Neurol. 2015, 74, : 251-258. doi: 10. 1159/000431088.
Ding Y, Adachi H, KatsunoM, Huang Z, Jiang YM, Kondo N, Iida M, Tohnai G, Nakatsuji H, Funakoshi
H, Nakamura T, Sobue G. Overexpression of hepatocyte growth factor in SBMA model mice has
an additive effect on combination therapy with castration. Biochem Biophys Res Commun. 2015,
468, 677-683. doi: 10.1016/j.bbrc. 2015. 11. 015.

Araki K, Nakanishi H, Nakamura T, Atsuta N, Yamada S, Hijikata Y, Hashizume A, Suzuki K, Katsuno
M, Sobue G. Myotonia—like symptoms in a patient with spinal and bulbar muscular atrophy.
Neuromuscul Disord. 2015, 25, 913-915. doi: 10.1016/j. nmd. 2015. 08. 006.

Sahashi K, Katsuno M, Hung G, Adachi H, Kondo N, Nakatsuji H, Tohnai G, Iida M, Bennett CF,
Sobue G. Silencing neuronal mutant androgen receptor in a mouse model of spinal and bulbar
muscular atrophy. Hum Mol Genet. 2015, 24, 5985-5994. doi: 10.1093/hmg/ddv300.

Hashizume A, Katsuno M, Banno H, Suzuki K, Suga N, Mano T, Araki A, Hijikata Y, Grunseich
C, Kokkinis A, Hirakawa A, Watanabe H, Yamamoto M, Fischbeck KH, Sobue G. A functional scale
for spinal and bulbar muscular atrophy: cross—sectional and longitudinal study. Neuromuscul

Disord. 2015, 25, 554-562. doi: 10.1016/j. nmd. 2015. 03. 008.



15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

Halievski K, Henley CL, Domino L, Poort JE, Fu M, Katsuno M, Adachi H, Sobue G, Breedlove
SM, Jordan CL. Androgen—dependent loss of muscle BDNF mRNA in two mouse models of SBMA. Exp
Neurol. 2015, 269, 224-232. doi: 10.1016/]j. expneurol. 2015. 04. 013.

Iida M, Katsuno M, Nakatsuji H, Adachi H, Kondo N, Miyazaki Y, Tohnai G, Ikenaka K, Watanabe
H, Yamamoto M, Kishida K, Sobue G. Pioglitazone suppresses neuronal and muscular degeneration
caused by polyglutamine—expanded androgen receptors. Hum Mol Genet. 2015, 24, 314-329. doi:
10. 1093/hmg/ddu445.

Katsuno M, Watanabe H, Yamamoto M, Sobue G. Potential therapeutic targets in
polyglutamine—mediated diseases. Expert Rev  Neurother. 2014, 14, 1215-1228.
doi:10. 1586/14737175. 2014. 956727

Suga N, Katsuno M, Koike H, Banno H, Suzuki K, Hashizume A, Mano T, Iijima M, Kawagashira
Y, Hirayama M, Nakamura T, Watanabe H, Tanaka F, Sobue G. Schwann cell involvement in the
peripheral neuropathy of spinocerebellar ataxia type 3. Neuropathol Appl Neurobiol. 2014,
40:, 628-639. doi: 10. 1111/nan. 12055.

Araki A, Katsuno M, Suzuki K, Banno H, Suga N, Hashizume A, Mano T, Hijikata Y, Nakatsuji
H, Watanabe H, Yamamoto M, Makiyama T, Ohno S, Fukuyama M, Morimoto S, Horie M, Sobue G.
Brugada syndrome in spinal and bulbar muscular atrophy. Neurology. 2014, 82, 1813-1821. doi:
10. 1212/WNL. 0000000000000434.

Renier KJ, Troxell-Smith SM, Johansen JA, Katsuno M, Adachi H, Sobue G, Chua JP, Sun Kim H,
Lieberman AP, Breedlove SM, Jordan CL . Anti—androgen flutamide protects male mice from
androgen—dependent toxicity in three models of spinal bulbar muscular atrophy. Endocrinology.
2014, 155, 2624-2634. doi: 10.1210/en. 2013-1756.

Chhangani D, Nukina N, Kurosawa M, Amanullah A, Joshi V, Upadhyay A, Mishra A. Mahogunin ring
finger 1 suppresses misfolded polyglutamine aggregation and cytotoxicity. Biochim Biophys
Acta. 2014;1842(9) :1472-84.

Hamada K, Terauchi A, Nakamura K, Higo T, Nukina N, Matsumoto N, Hisatsune C, Nakamura T,
Mikoshiba K. Aberrant calcium signaling by transglutaminase—mediated posttranslational
modification of inositol 1,4, 5-trisphosphate receptors. Proc Natl Acad Sci U S A.
2014;111(38) :E3966-75.

Maheshwari M, Bhutani S, Das A, Mukher jee R, Sharma A, Kino Y, Nukina N, Jana NR. Dexamethasone
induces heat shock response and slows down disease progression in mouse and fly models of
Huntington’ s disease. Hum Mol Genet. 2014;23(10) :2737-51.

Miyazaki H, Oyama F, Inoue R, Aosaki T, Abe T, Kiyonari H, Kino Y, Kurosawa M, Shimizu ]J,
Ogiwara I, Yamakawa K, Koshimizu Y, Fujiyama F, Kaneko T, Shimizu H, Nagatomo K, Yamada K,
Shimogori T, Hattori N, Miura M, Nukina N. Singular localization of sodium channel beta4
subunit in unmyelinated fibres and its role in the striatum. Nat Commun. 2014;5:5525
Nomura T, Watanabe S, Kaneko K, Yamanaka K, Nukina N, Furukawa Y. Intranuclear aggregation
of mutant FUS/TLS as a molecular pathomechanism of amyotrophic lateral sclerosis. J Biol Chem.

2014;289(2) :1192-202.

10



26.

217.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

Shiba-Fukushima K, Arano T, Matsumoto G, Inoshita T, Yoshida S, Ishihama Y, Ryu KY, Nukina
N, Hattori N, Imai Y. Phosphorylation of mitochondrial polyubiquitin by PINK1 promotes Parkin
mitochondrial tethering. PLoS Genet. 2014;10(12) :e1004861.

Yamanaka T, Tosaki A, Kurosawa M, Matsumoto G, Koike M, Uchiyama Y, Maity SN, Shimogori T,
Hattori N, Nukina N. NF-Y inactivation causes atypical neurodegeneration characterized by
ubiquitin and p62 accumulation and endoplasmic reticulum disorganization. Nat Commun.
2014;5:3354.

Yamanaka T, Wong HK, Tosaki A, Bauer PO, Wada K, Kurosawa M, Shimogori T, Hattori N, Nukina
N. Large—scale RNA interference screening in mammalian cells identifies novel regulators of
mutant huntingtin aggregation. PLoS One. 2014;9(4) :e93891.

Imai Y, Kobayashi Y, Inoshita T, Meng H, Arano T, Uemura K, Asano T, Yoshimi K, Zhang CL,
Matsumoto G, Ohtsuka T, Kageyama R, Kiyonari H, Shioi G, Nukina N, Hattori N, Takahashi R.
The Parkinson’ s Disease—Associated Protein Kinase LRRK2 Modulates Notch Signaling through
the Endosomal Pathway. PLoS Genet. 2015;11(9) :e1005503

Kino Y, Washizu C, Kurosawa M, Oma Y, Hattori N, Ishiura S, Nukina N. Nuclear localization
of MBNL1: splicing—mediated autoregulation and repression of repeat—-derived aberrant
proteins. Hum Mol Genet. 2015;24(3) :740-56.

Kino Y, Washizu C, Kurosawa M, Yamada M, Miyazaki H, Akagi T, Hashikawa T, Doi H, Takumi T,
Hicks GG, Hattori N, Shimogori T, Nukina N. FUS/TLS deficiency causes behavioral and
pathological abnormalities distinct from amyotrophic lateral sclerosis. Acta Neuropathol
Commun. 2015;3:24.

Kurosawa M, Matsumoto G, Kino Y, Okuno M, Kurosawa—Yamada M, Washizu C, Taniguchi H, Nakaso
K, Yanagawa T, Warabi E, Shimogori T, Sakurai T, Hattori N, Nukina N. Depletion of p62 reduces
nuclear inclusions and paradoxically ameliorates disease phenotypes in Huntington' s model
mice. Hum Mol Genet. 2015;24(4):1092-105

Matsumoto G, Shimogori T, Hattori N, Nukina N. TBK1 controls autophagosomal engulfment of
polyubiquitinated mitochondria through p62/SQSTM1 phosphorylation. Hum Mol Genet.
2015;24(15) :4429-42.

Ogawa M, Shidara H, Oka K, Kurosawa M, Nukina N, Furukawa Y. Cysteine residues in
Cu, Zn—superoxide dismutase are essential to toxicity in Caenorhabditis elegans model of
amyotrophic lateral sclerosis. Biochem Biophys Res Commun. 2015;463(4) :1196-202.

Kino Y, Washizu C, Kurosawa M, Yamada M, Doi H, Takumi T, Adachi H, Katsuno M, Sobue G, Hicks
GG, Hattori N, Shimogori T, Nukina N. FUS/TLS acts as an aggregation—dependent modifier of
polyglutamine disease model mice. Sci Rep. 2016;6:35236.

Kurosawa M, Matsumoto G, Sumikura H, Hatsuta H, Murayama S, Sakurai T, Shimogori T, Hattori
N, Nukina N. Serine 403-phosphorylated p62/SQSTM1 immunoreactivity in inclusions of
neurodegenerative diseases. Neurosci Res. 2016;103:64-70.

Yamanaka T, Tosaki A, Kurosawa M, Shimogori T, Hattori N, Nukina N. Genome—wide analyses in
neuronal cells reveal that upstream transcription factors regulate lysosomal gene expression.

FEBS J. 2016;283(6) :1077-87.
11



38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

Yamanaka T, Tosaki A, Miyazaki H, Kurosawa M, Koike M, Uchiyama Y, Maity SN, Misawa H, Takahashi
R, Shimogori T, Hattori N, Nukina N. Differential roles of NF-Y transcription factor in ER
chaperone expression and neuronal maintenance in the CNS. Sci Rep. 2016;6:34575.

Tanaka M, Ishizuka K, Nekooki-Machida Y, Endo R, Takashima N, Sasaki H, Komi Y, Gathercole
A, Huston E, Ishii K, Hui KK, Kurosawa M, Kim SH, Nukina N, Takimoto E, Houslay MD, Sawa A.
Aggregation of scaffolding protein DISC1 dysregulates phosphodiesterase 4 in Huntington’ s
disease. J Clin Invest. 2017:;127(4) :1438-50.

Ito, H., Fujita, K., Tagawa, K., Chen, X., Homma, H., Sasabe, T., Shimizu, J., Shimizu, S.,
Tamura, T., Muramatsu, S., Okazawa, H. (2014) HMGB1 facilitates repair of mitochondrial DNA
damage and extends the lifespan of mutant ataxin—1 knock—in mice. EMBO Mol Med. pii:
7(1) :78-101.

Shiraishi, R., Tamura, T., Sone, M., Okazawa, H. (2014) Systematic Analysis of Fly Models
with Multiple Drivers Reveals Different Effects of Ataxin—1 and Huntingtin in Neuron
Subtype—Specific Expression. PLoS One. 9(12) :el116567

Shiwaku, H., Okazawa, H. (2015) Impaired DNA Damage Repair as a Common Feature of
Neurodegenerative Diseases and Psychiatric Disorders. Current Molecular Medicine. 2015;
Vol. 15 (2) ppl119-128.

Mao, Y., Tamura, T., Yuki, Y., Abe, D., Tamada, Y., Imoto, S., Tanaka, H., Homma, H., Tagawa,
K., Miyano, S., Okazawa, H. (2016) The hnRNP-Htt axis regulates necrotic cell death induced
by transcriptional repression through impaired RNA splicing. Cell Death and Disease. Vol. T7:
e2207.

Taniguchi, JB., Kondo, K., Fujita, K., Chen, X., Homma, H., Sudo, T., Mao, Y., Watase, K.,
Tanaka, T., Tagawa, K., Tamura, T., Muramatsu, SI., Okazawa, H. (2016) RpAl ameliorates
symptoms of mutant Ataxin—1 knock—in mice and enhances DNA damage repair. Hum Mol Genet. pii:
ddw272.

AR BER, [ #(2015) THRRZMEA B OILENTAE L LT DNA EEE RS | Annual Review
R 2015 pp65-72. 2015 4F 1 H HAMEFHFAT

78 YRR TRRAE AR AR R O SE IR~ DRk 1C LT AR DOFHFE Vol. 67 No. 4 p. 280.
2016 4 8 J = HEBL AT

RE BER, [ ) TEMREOILES 7R EROFZ Vol. 67 No. 4 pp. 309-313. 2016 £ 8
HEZEGEFET

Fujiwara, Y., Hase, K., Wada, K., Kabuta, T. An RNautophagy/DNautophagy receptor, LAMP2C,
possesses an arginine-rich motif that mediates RNA/DNA-binding. Biochem Biophys Res Commun.,
460, 281-286, 2015.

Hase, K, Fujiwara, Y., Kikuchi, H., Aizawa, S., Hakuno, F., Takahashi, S. 1., Wada, K., Kabuta,
T. RNautophagy/DNautophagy possesses selectivity for RNA/DNA substrates. Nucleic Acid Res.,
43, 6439-6449, 2015.

Aizawa, S., Fujiwara, Y., Contu, V.R., Hase, K., Takahashi, M., Kikuchi, H., Kabuta C., Wada,
K., Kabuta, T. Lysosomal putative RNA transporter SIDT2 mediates direct uptake of RNA by
lysosomes. Autophagy, 12, 565-578, 2016.

12



51.

52.

53.

54.

55.

56.

57.

58.

59.

60.

61.

62.

63.

Shuvaev AN, Hosoi N, Sato Y, Yanagihara D, Hirai H. Progressive impairment of cerebellar mGluR
signalling and its therapeutic potential for cerebellar ataxia in spinocerebellar ataxia type
1 model mice. Journal of Physiology. 2017, Jan 1;595(1):141-164.

Matsuzaki Y, Konno A, Mukai R, Honda F, Hirato M, Yoshimoto Y, Hirai H. Transduction profile
of the marmoset central nervous system using adeno—associated virus serotype 9 vectors.
Molecular Neurobiology. 2017, 54(3):1745-1758. Epub 2016 Feb 16.

Sawada Y, Konno A, Nagaoka J, Hirai H. Inflammation—induced reversible switch of the
neuron—specific enolase promoter from Purkinje neurons to Bergmann glia. Scientific Reports.
2016, 6:27758.

Suto N, Mieda T, Iizuka A, Nakamura K, Hirai H. Morphological and functional attenuation of
degeneration of peripheral neurons by mesenchymal stem cell-conditioned medium in
spinocerebellar ataxia type 1-knock—in mice. CNS Neuroscience & Therapeutics. 2016,
22(8) :670-6. Epub 2016 May 3.

Mieda T, Suto N, Tizuka A, Matsuura S, ITizuka H, Takagishi K, Nakamura K, Hirai H. Mesenchymal
stem cells attenuate peripheral neuronal degeneration in spinocerebellar ataxia type 1
knockin mice. Journal of Neuroscience Research. 2016, 94(3):246-52. Epub 2015 Dec 28.
Tizuka A, Matsuzaki Y, Konno A, Hirai H. Plasticity of the developmentally arrested staggerer
cerebellum in response to exogenous ROR oc. Brain Structure and Function 2016, 221 (6) :2879-89.
Epub 2015 Jun 30.

WA - FIEREE . ALS:Asidan (SCA36) . &AL 2015, 82, 356-9.

Yamashita T, Mitsui J, Shimozawa N, Takashima S, Umemura H, Sato K, Takemoto M, Hishikawa
N, Ohta Y, Matsukawa T, Ishiura H, Yoshimura J, Doi K, Morishita S, Tsuji S, Abe K. Ataxic
form of autosomal recessive PEX10-related peroxisome biogenesis disorders with a novel
compound heterozygous gene mutation and characteristic clinical phenotype. J Neurol Sci. 2017,
375, 424-29.

Ohta Y, Yamashita T, Hishikawa N, Sato K, Matsuzono K, Tsunoda K, Hatanaka N, Takemoto M,
Takemi T, Takamatsu K, Abe K. Potential multisystem degeneration in Asidan patients. J Neurol
Sci. 2017, 373, 216-22.

Motokura E, Yamashita T, Takahashi Y, Tsunoda K, Sato K, Takemoto M, Hishikawa N, Ohta Y,
Hashiguchi A, Takashima H, Abe K. An AOAZ patient with a novel compound heterozygous SETX
frame shift mutations. J Neurol Sci, 2016, 372, 294-96.

Omichi R, Maeda Y, Sugaya A, Kataoka Y, Kariya S, Nagayasu R, Nakagawa A, Yamashita T, Abe
K, Nishizaki K. Characteristics of audiogram configuration in multiple—system atrophy C and
cortical cerebellar atrophy. Acta Otolaryngol, 2015, 136, 266-70.

Fukui Y, Hishikawa N, Sato K, Nakano Y, Morihara R, Ohta Y, Yamashita T, Abe K. Characteristic
diffusion tensor tractography in multiple system atrophy with predominant cerebellar ataxia
and cortical cerebellar atrophy. J Neurol, 2015, 263, 61-7.

Liu W, Tkeda Y, Hishikawa N, Yamashita T, Deguchi K, Abe K. Characteristic RNA foci of the
abnormal hexanucleotide GGCCUG repeat expansion in spinocerebellar ataxia type 36 (Asidan).

Eur J Neurol, 2014, 211, 377-86.
13



64.
65.

66.
67.

68.

69.

70.

71.

72.

73.

4.

75.

76.

7.

78.

79.

80.

MEEEE  AENRIRED trends & topics 2017 FFHE/NMZMEIE.  Mebio 20165 33: 25-32,
AR /MO RN R BB AR MM TERED by 7 X Bl EFEOH DA 2016,
ppl110-116.

MEEEA  FFRE/NMAYEE. 4 B ORRREER (2016 4ERR) . [ESEEPE 2016, pp961-963.
Kawahara Y, Ikeda Y, Deguchi K, Kurata T, Hishikawa N, Sato K, Kono S, Yunoki T, Omote Y,
Yamashita T, Abe K. Simultaneous assessment of cognitive and affective functions in multiple
system atrophy and cortical cerebellar atrophy in relation to computerized touch-panel
screening tests. J Neurol Sci. 2015; 351: 24-30.

MR BRI/ M MEIE.  Medical Practice 2015; 32: 963-969.

HUEAEAE B/ DINEMAE.  BRMEEEANRL 20155 1150 1210-1214.
WA BB R/ NNEMED Ny 7 A, E¥ROHOH  2015; 2558 1033-1039.

5

MR SRPEFRERREE. 4 B OBWHER B ThHO . EFEERE 2015, pp639-641.

iz EREAS BN AR B EENGHR.  BETAEOTLDOMRAET. hANESAL 2015,
pp138-144.

Liu W, Tkeda Y, Hishikawa N, Yamashita T, Deguchi K, Abe K. Characteristic RNA foci of the

=

abnormal hexanucleotide GGCCUG repeat expansion in spinocerebellar ataxia type 36 (Asidan).
Eur J Neurol. (2014) 21: 1377-1386.

Nakayama T, Nakamura H, Oya Y, Kimura T, Imahuku I, Ohno K, Nishino I, Abe K, Matsuura T.
Clinical and genetic analysis of the first known Asian family with myotonic dystrophy type
2. Journal of Human Genetics. 2014, 59, 129-33.

Yamashita Y*, Tohru Matsuura®, Kurosaki T, Amakusa Y, Kinoshita T, Ibi T, Sahashi K, Ohno K.

LDB3 splicing abnormalities are specific to skeletal muscles of patients with myotonic
dystrophy type 1 and alter its PKC binding affinity. Neuobiology of Disease. 2014, 69, 200-5
Gao R, Liu Y, Silva-Fernandes A, Fang X, Paulucci-Holthauzen A, Chatterjee A, Zhang HL,
Matsuura T, Choudhary S, Ashizawa T, Koeppen AH, Maciel P, Hazra TK, Sarkar PS. Inactivation
of PNKP by mutant ATXN3 triggers apoptosis by activating the DNA damage response pathway in
SCA3. PLoS Genetics. 2015, 11, e1004834

Chen G, Masuda A, Konishi H, Ohkawara B, Ito M, Kinoshita M, -Kiyama H, Matsuura T, Ohno
K. Phenylbutazone induces expression of MBNL1 and suppresses formation of MBNL1-CUG RNA foci
in a mouse model of myotonic dystrophy. Scientific Reports. 2016, 6, 25317

Mashiko T, Sakashita E, Kasashima K, Tominaga K, Kuroiwa K, NozakiY, Matsuura T, Hamamoto
T, Endo H. Developmentally-regulated RNA-binding Protein 1 (Drbl)/RNA-binding Motif Protein
45 (RBM45), a Nuclear—cytoplasmic Trafficking Protein, Forms TAR DNA-binding Protein 43
(TDP-43) -mediated Cytoplasmic Aggregates. J Biol Chem. 2016, 291, 14996-15007

Miki Y, Tanji K, Mori F, Wakabayashi K. Sigma—1 receptor is involved in degradation of
intranuclear inclusions in a cellular model of Huntington’ s disease. Neurobiol Dis 2014:
74C; 25-31

Tanji K, Odagiri S, Miki Y, Maruyama A, Nikaido Y, Mimura J, Mori F, Warabi E, Yanagawa T,
Ueno S, Itoh K, Wakabayashi K. p62 deficiency enhances « —synuclein pathology in mice. Brain
Pathol 2015: 25(5); 552-564

14



81.

82.

83.

84.

85.

86.

87.

88.

89.

90.

91.

92.

Kon T, Miki Y, Tanji K, Mori F, Tomiyama M, Toyoshima Y, Kakita A, Takahashi H, Utsumi J,
Sasaki H, Wakabayashi K. Localization of nuclear receptor subfamily 4, group A, member 3
(NR4A3) in Lewy body disease and multiple system atrophy. Neuropathology 2015: 35(6) : 503-509
Nakamura K, Mori F, Kon T, Tanji K, Miki Y, Tomiyama M, Kurotaki H, Toyoshima Y, Kakita A,
Takahashi H, Yamada M, Wakabayashi K. Filamentous aggregations of phosphorylated « —synuclein
in Schwann cells (Schwann cell cytoplasmic inclusions) in multiple system atrophy. Acta
Neuropathol Comm 2015: 3: 29

Mori F, Tanji K, Miki Y, Toyoshima Y, Yoshida M, Kakita A, Takahashi H, Utsumi J, Sasaki H,
Wakabayashi K. G protein—coupled receptor 26 immunoreactivity in intranuclear inclusions
associated with polyglutamine and intranuclear inclusion body diseases. Neuropathology 2016:
36(1): 50-55

Nakamura K, Mori F, Kon T, Tanji K, Miki Y, Tomiyama M, Kurotaki H, Toyoshima Y, Kakita A,
Takahashi H, Yamada M, Wakabayashi K. Accumulation of phosphorylated a—synuclein in subpial
and periventricular astrocytes in multiple system atrophy of long duration. Neuropathology
2016: 36(2): 157-167

Tanji K, Miki Y, Maruyama A, Mimura J, Matsumiya T, Mori F, Imaizumi T, Itoh K, Wakabayashi
K. Trehalose intake induces chaperone molecules along with autophagy in a mouse model of Lewy
body disease. Biochem Biophys Res Com 2015: 465: 746-752

Miki Y, Tanji K, Mori F, Utsumi J, Sasaki H, Kakita A, Takahashi H, Wakabayashi K. Alteration
of upstream autophagy-related proteins (ULK1, ULK2, Beclinl, VPS34, and AMBRA1) in Lewy body
disease. Brain Pathol 2016: 26(3): 359-370

Tanji K, Miki Y, Maruyama A, Mori F, Mimura J, Itoh K, Kamitani T, Wakabayashi K. The role
of NUBI in «-synuclein degradation in Lewy body disease model mice. Biochem Biophys Res Com
2016; 470(3): 635-642

FHEHFL, = AKHEA. HRCK, BHE - ZRMEMEL A — 7 7 U—. #HENE 2016; 84(5) :
452-457

Wakabayashi K, Mori F, Kakita A, Takahashi H, Tanaka S, Utsumi J, Sasaki H. MicroRNA expression
profiles of multiple system atrophy from formalin—-fixed paraffin—embedded samples. Neurosci
Lett 2016; 635: 117-122

Miki Y, Tanji K, Mori F, Tatara Y, Utsumi J, Sasaki H, Kakita A, Takahashi H, Fimia GM,
Wakabayashi K. AMBRAI, a novel «-synuclein-binding protein, is implicated in the

pathogenesis of multiple system atrophy. Brain Pathol, in press

Baba T, Hosokai Y, Nishio Y, Kikuchi A, Hirayama K, Suzuki K, Hasegawa T, Aoki M, Takeda A,
Mori E. Longitudinal study of cognitive and cerebral metabolic changes in Parkinson’ s disease.
J Neurol Sci 372, 288-293, 2017

Kikuchi A, Okamura N, Hasegawa T, Harada R, Watanuki S, Funaki Y, Kobayashi M, Tano O, Baba
T, Sugeno N, Oshima R, Yoshida S, Kobayashi J, Ezura M, Hiraoka K, Mugikura S, Takase K, Iwata
R, Taki Y, Furukawa K, HArai H, Furumoto S, Tashiro M, Yanai K, Kudo Y, Takeda A, Aoki M.
In vivo visualization of tau pathology using F-THK5351 PET in corticobasal syndrome.

Neurology 87, 2309-2316, 2016
15



93.

94.

95.

96.

97.

98.

99.

100.

101.

102.

103.

104.

Oshima R, Hasegawa T, Tamai K, Sugeno N, Yoshida S, Kobayashi J, Kikuchi A, Baba T, Futatsugi
A, Sato I, Satoh K, Takeda A, Aoki M, Tanaka N. ESCRT-0 dysfunction compromises autophagic
degradation of protein aggregates and facilitates ER stress—mediated neurodegeneration via
apoptotic and necroptotic pathways. Sci Rep 6:24997, 2016 DOI: 10.1038/srep24997

Odagiri H, Baba T, Nishio Y, Tizuka O, Matsuda M, Inoue K, Kikuchi A, Hasegawa T, Aoki M,
Takeda A, Taki Y, Mori E. On the utility of MIBG SPECT/CT in evaluating cardiac sympathetic
dysfunction in Lewy body diseases. PLoS One 11(4), e0152746, 2016  DOI:
10. 1371/ journal. pone. 0152746

Kikuchi A, Takeda A, Sugeno N, Miura E, Kato K, Hasegawa T, Baba T, Konno M, Oshima R, Watanuki
S, Hiraoka K, Tashiro M, Aoki M. Brain Metabolic Changes of Cervical Dystonia with
Spinocerebellar Ataxia Type 1 after Botulinum Toxin Therapy. Intern Med 55: 1919-1922, 2016
Miura E, Hasegawa T, Konno M, Suzuki M, Sugeno N, Fujikake N, Geisler S, Tabuchi M, Oshima
R, Kikuchi A, Baba T, Wada K, Nagai Y, Takeda A, Aoki M. VPS35 dysfunction impairs lysosomal
degradation of «-synuclein and exacerbates neurotoxicity in a Drosophila model of
Parkinson’ s disease. Neurobiol Dis 71:1-13, 2014

Shoji Y, Nishio Y, Baba T, Uchiyama M, Yokoi K, Ishioka T, Hosokai Y, Hirayama K, Fukuda H,
Aoki M, Hasegawa T, Takeda A, Mori E. Neural substrates of cognitive subtypes in Parkinson’ s
disease. PLoS One 9:e110547, 2014 DOI: 10.1371/journal. pone. 0110547

Sugeno N, Hasegawa T, Tanaka N, Fukuda M, Wakabayashi K, Oshima R, Konno M, Miura E, Kikuchi
A, Baba T, Anan T, Nakao M, Geisler S, Aoki M and Takeda A. K63—-1inked ubiquitination by Nedd4-1
facilitates endosomal sequestration of internalized alpha—-synuclein. J Biol Chem
289:18137-18151, 2014

Ishibashi K, Miura Y, Ishikawa K, Zhang MR, Toyohara J, Ishiwata K, Ishii K. Relationship
between type 1 metabotropic glutamate receptors and cerebellar ataxia. J Neurol. 2016,
263(11), 2179-87.

Soga K, Ishikawa K, Furuya T, Iida T, Yamada T, Ando N, Ota K, Kanno—Okada H, Tanaka S, Shintaku
M, Eishi Y, Mizusawa H, Yokota T. Gene dosage effect in spinocerebellar ataxia type 6
homozygotes: A clinical and neuropathological study. J Neurol Sci. 2017, 373, 321-8.
Ishiguro T, SatoN, Ueyama M, Fujikake N, Sellier C, Kanegami A, Tokuda E, Zamiri B, Gall-Duncan
T, Mirceta M, Furukawa Y, Yokota T, Wada K, Taylor JP, Pearson CE, Charlet—Berguerand N,
Mizusawa H, Nagai Y, Ishikawa K. Regulatory role of RNA chaperone TDP-43 for RNA misfolding
and repeat—associated translation in SCA31. Neuron. 2017, 94(1), 108-24.

NISHITO Y, TSUJI N, FUJISHIRO H, TAKEDA TA, YAMAZAKI T, TERANISHI F, OKAZAKI F, MATSUNAGA
A, TUSCHL K, RAO R,KONO S, MIYAJIMA H, NARITA H, HIMENO S, KAMBE T. Direct comparison of
manganese detoxification/efflux proteins and molecular characterization of ZnT10 protein as
a manganese transporter. Journal of Biological Chemistry 291(8): 14773-14787, 2016.
MIYAJIMA H. Investigated and available therapeutic options for treating aceruloplasminemia.
Expert Opinion on Orphan Drugs 2015, 3, 1011-20.

ONO Y, ISHIGAMI M, HAYASHI K, WAKUSAWA S, HAYASHI H, KUMAGAT K, MOROTOMI N, YAMASHITA
T, KAWANAKA M, WATANABE M, OZAWA H, TAI M, MIYAJIMA H, YOSHIOKA K, HIROOKA Y, GOTO H. Copper

16



105.

106.

107.

108.

109.

110.

111.

112.

113.

114.

115.
116.

117.

118.

accumulates in hemosiderins in livers of patients with iron overload syndromes. Journal of
Clinical and Translational Hepatology 3(2): 85-92, 2015.
Hasegawa A, Koike R, Koh K, Kawakami A, Hara N, Takiyama Y, Tkeuchi. Co-existence of spastic
paraplegia—30 with novel KIF1A mutation and spinocerebellar ataxia 31 with intronic expansion
of BEAN and TK2 in a family. J Neurol Sci 2017; 372: 128-130
Wang Y, Koh K, Ichinose Y, Yasumura M, Ohtsuka T, Takiyama Y. A de novo mutation in the NALCN
gene in an adult patient with cerebellar ataxia associated with intellectual disability and
arthrogryposis. Clin Genet 2016; 90: 556-557.
Wang Y, Koh K, Takaki R, Shindo K, Takiyama Y. Hot cross bun sign in a late—onset SCAl patient.
Neurol Sci 2016; 37: 1873-1874.
Ichinose Y, Koh K, Fukumoto M, Yamashiro N, Miwa M, Nagasaka T, Shindo K, Ishiura H, Tsuji
S, Takiyama Y. Exome Sequencing reveals a novel missense mutation in the KIAA0196 gene in
a Japanese patient with SPG8. Clin Neurol Neurosurg 2016; 144: 36-38
Koh K, Kobayashi F, Miwa M, Shindo K, Isozaki E, Ishiura H, Tsuji S, and Takiyama Y: Novel
mutations in the PNPLA6 gene in Boucher—Neuhauser syndrome. J Hum Genet 2015; 60: 217-220.
Wang Y, Koh K, Namekawa M, and Takiyama Y: Whole—exome sequencing reveals a missense

@D mutation in the KCND3 gene in a patient with SCA19/22. Neurology and Clinical

Neuroscience 2015; 3: 197-199.

Ichinose Y, Miwa M, Onohara A, Obi K, Shindo K, Saitsu H, Matsumoto N, and TakiyamaV:
Characteristic MRI findings in beta—propeller protein—associated neurodegeneration (BPAN).
Neurol Clin Pract 2014; 4: 175-177.
Shimazaki H, Honda J, Naoi T, Namekawa M, Nakano I, Yazaki Y, Nakamura K, Yoshida K, Ikeda
S, Ishiura H, Fukuda Y, Takahashi Y, Goto J, Tsuji S, and Takiyama Y: Autosomal recessive
complicated spastic paraplegia with lysosomal trafficking regulator gene mutation. J Neurol
Neurosurg Psychiatry 2014; 85: 1024-1028.
Koh K, Ishiura H, Miwa M, Doi K, Yoshimura J, Mitsui J, Goto J, Morishita S, Tsuji S, and
Takiyama Y: Exome sequencing reveals a novel de novo mutation in ATL1. Neurology and Clinical
Neuroscience 2014; 2: 1-4.
Wang Y, Koh K, Miwa M, Shindo K, and Takiyama Y: A Japanese SCA5 family with a novel 3—nucleotide
in—frame deletion mutation in the SPTBN2 gene: a clinical and genetic study. J Hum Genet 2014,
59: 569-573.
TRILEEA «© EARMEIE M BRI O B8 1 . BRIR#RRE 20145 541 1009-1011.
Matsuda S, Matsumoto H, Furubayashi T, Fukuda H, Hanajima R, Tsuji S, Ugawa Y, Terao Y Visual
Scanning Area is Abnormally Enlarged in Hereditary Pure Cerebellar Ataxia. Cerebellum. 2015
Apr;14(2) :63-71. doi: 10.1007/s12311-014-0600-5.
Matsuda S, Matsumoto H, Furubayashi T, Fukuda H, Emoto M, Hanajima R, Tsuji S, Ugawa Y, Terao
Y Top—Down but Not Bottom—Up Visual Scanning is Affected in Hereditary Pure Cerebellar Ataxia.
PLOS ONE | DOI:10.1371/journal. pone. 0116181, 2014
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.

17



119.

120.

121.

122.
123.

124.

125.

126.

127.

128.

129.

130.

131.

132.

133.

134.

135.

2015 Feb 23;10(2) :e0118592. doi: 10. 1371/ journal. pone. 0118592. eCollection 2015.

Hanajima R, Shadmehr R, Ohminami S, Tsutsumi R, Shirota Y, Shimizu T, Tanaka N, Terao Y, Tsuji
S, Ugawa Y, Uchimura M, Inoue M, Kitazawa SModulation of error—-sensitivity during a prism
adaptation task in people with cerebellar degeneration, J Neurophysiol 2015 ;114(4):2460-71
2015 Aug 26: jn. 00145. 2015. doi: 10.1152/jn.00145. 2015

Hanajaima R, Tsutsumi R, Shirota Y, Shimizu T, Tanaka N, Ugawa Y. Cerebellar dysfunction in
essential tremor. Mov Disord 31 : 1230-1234, 2016

PR, RS HALERIC IS © RN/ MIMIER D&l 7 LA YA R - L E 2 —2014. 2014,
165-186.

REARBA 7, HHER. @RIMEERE & /4. Annual Review ##% 2015. 2015, 107-114.

Ohmae S, Kunimatsu J, Tanaka M. Cerebellar roles in self-timing for sub— and supra—second
intervals. Journal of Neuroscience. 2017, 37, 3511-3522.

Uematsu A, Ohmae S, Tanaka M. Facilitation of temporal prediction by electrical stimulation
to the primate cerebellar nuclei. Neuroscience. 2017, 346, 190-196.

Suzuki WT, Kunimatsu J, Tanaka M. Correlation between pupil size and subjective passage of
time in non—human primates. Journal of Neuroscience. 2016, 36, 11331-11337.

Kunimatsu J, Suzuki TW, Tanaka M. Implications of lateral cerebellum in proactive control
of saccades. Journal of Neuroscience. 2016, 36, 7066-7074.

Kunimatsu J, Tanaka, M. Striatal dopamine modulates timing of self-initiated saccades.
Neuroscience. 2016, 337, 131-142.

Ohmae S, Tanaka M. Two different mechanisms for the detection of stimulus omission. Scientific
Reports. 2016, 6, 20615.

Yoshida A, Tanaka M. Two types of neurons in the primate globus pallidus external segment
play distinct roles in antisaccade generation. Cerebral Cortex. 2016, 26, 1187-1199.
Kunimatsu J, Miyamoto N, Ishikawa M, Shirato H, Tanaka M. Application of radiosurgical
techniques to produce a primate model of brain lesions. Frontiers in Systems Neuroscience.
2015, 9: 67.

Matsushima A, Tanaka M. Differential neuronal representation of spatial attention dependent
on relative target locations during multiple object tracking. Journal of Neuroscience. 2014,
34, 9963-9969.

Matsushima A, Tanaka M. Different neuronal computations of spatial working memory for multiple
locations within versus across visual hemifields. Journal of Neuroscience. 2014, 34,
5621-5626.

Ishikawa T, Tomatsu S, Izawa J, Kakei S. The cerebro—cerebellum: Could it be loci of forward
models? Neuroscience Research. 2016, 104, 72-79.

Tomatsu S, Ishikawa T, Tsunoda Y, Lee J, Hoffman DS, Kakei S. Information processing in the
hemisphere of the cerebellar cortex for control of wrist movement. Journal of
Neurophysiology. 2016, 115, 255-270.

Mitoma H, Adhikari K, Aeschlimann D, Chattopadhyay P, Hadjivassiliou M, Hampe CS, Honnorat
J, Joubert B, Kakei S, Lee J, Manto M, Matsunaga A, Mizusawa H, Nanri K, Shanmugarajah P,

18



136.

137.

138.

139.

140.

141.

142.

143.

144.

145.

146.
147.

Yoneda M, Yuki N. Consensus Paper: Neuroimmune Mechanisms of Cerebellar Ataxias. Cerebellum,
2016, 15, 213-232.

Kim J, Lee J, Kakei S, Kim J. Motor control characteristics for circular tracking movements
of human wrist. Advanced Robotics, 2016, 31, 29-39.

Matsumoto Y, Lee J, Baba T, Kakei S, Okada Y, Ando H. Establishment of a quantitative evaluation
of wrist motor function recovery stages in stroke patients: Comparison with the Brunnstrom
stages. Bulletin Of Health Sciences, 2016, 32, 25-33.

BB, A)IEZE, R, =W LR L NIN—Z OFE LR UIMMORGERMIE]  BR
FREE. 2016, 35, 55-59.

BOER, A)IER, AZRE, =%l UNMOGE - i, HenEEieel it - Ero b
Fr I OD e i R~ FEWERF 9% & BRIR D i miTft ) =i S H R, 2016, 25-32.

WEESR—, B IR, JIIAES. V=X Tiie =a—r ) 5 4 8] BEBOMKEF:]  Newton 2016
8 A%, pp38-51 (2016)

Yoshimura A, Kawamata M, Yoshioka Y, Katsuda T, Kikuchi H, Nagai Y, Adachi N, Numakawa T,
Kunugi H, Ochiya T. Tamai Y. Generation of a novel transgenic rat model for tracing
extracellular vesicles in body fluids. Sci. Rep. 2016, 6, 31172.

Ishiguro T, SatoN, Ueyama M, Fujikake N, Sellier C, Kanegami A, Tokuda E, Zamiri B, Gall-Duncan
T, Mirceta M, Furukawa Y, Yokota T, Wada K, Taylor JP, Pearson CE, Charlet—Berguerand N,
Mizusawa H, *Nagai Y, Ishikawa K. Regulatory role of RNA chaperone TDP-43 for RNA misfolding
and repeat—associated translation in SCA31. Neuron. 2017, 94(1), 108-124.

Tomioka I, Ishibashi H, Minakawa EN, Motohashi HH, Takayama O, Saito Y, Popiel HA, Puentes
S, Owari K, Nakatani T, Nogami N, Yamamoto K, Noguchi S, Yonekawa T, Tanaka Y, Fujita N, Suzuki
H, Kikuchi H, Aizawa S, Nagano S, Yamada D, Nishino I, Ichinohe N, Wada K, Kohsaka S, *Nagai
Y, Seki K. Transgenic monkey model of the polyglutamine diseases recapitulating progressive
neurological symptoms. eNeuro. 2017, 4(2), ENEURO. 0250-16.2017.

KNS5, AHEE =27 Y Y — MK EERNO S 8y EIEEEOMER:. M. 2016, 48 (1),
5-8.

RN, KHEHE. =7 Y —L2Z2N LT 0T RAY — 2 AR & R R A
Dementia Japan. 2016, 30 (3), 368-376.

AKOTFENE, WY, MRASVERRFE LR RREL. Mebio. 2016, 33 (11), 62-70.

AR~ Y, KIFEE. vavTa v A"z i: AV HREENE. EIROFF. 2016, 67(6),
589-595.

(2) F2 - VURVULFEIRBITLAE - RAZ %K

Japan Consoritium of Ataxias (J-CAT) : a Cloud-based national registry for ataxias integrating
genetic diagnosis networks and prospective natural history researches, poster, Takahashi Y,
Ishikawa K, Kira J, Kuwabata S, Miyai I, Nakashima K, Nishizawa M, Sasaki H, Sasaki M, Sobue
G, Takashima H, Takeda A, Takiyama Y, Tsuji S, Ugawa Y, Yoshida K, Wakabayashi K, Mizusawa
H, The 13th International Congress of Human Genetics, 2016/4/3-7, overseas.

19



10.

11.

12.

13.

14.

15.

16.

17.

PR BREUARGE DT B/ NI ISFRAE 6 T4 & 31 T2 31T D/ NM TR ETE B ORF, RNA X —, Eah
S, RIS, AR, SRR RE, OKIRIETE, MMMER, 2B 57 Bl A AMBEREN AR,
2016/5/18-21, [EWMN.
INAEENSFRE DT BUE, £ L TARKR~ £ Lo LRPRkORYE, G, AKEXRPE, 557 [
AT E 2R R, 2016/5/19, [HA.
The clinical and pathological features of autosomal-dominant SCA with CACNA1G mutation, oral,
Doi H, Koyano S, Kunii M, Hashiguchi S, Kishida H, Tanaka K, Shiina M, Ogata K, Hirashima
F, Inoue Y, Sato N, Ozaki K, Ohta K, Yokota T, Mizusawa H, Mitsui J, Tsuji S, Matsumoto N,
Ishikawa K, Tanaka F, 57th Annual Meeting of the Japanese Society of Neurology, 2016/5/21,
domestic.
Variations in the mutation for spinocerebellar ataxia type 31 require cautious genetic testing,
poster, Sato N, Ishikawa K, Mizusawa H, Yokota T, 57th Annual Meeting of the Japanese Society
of Neurology, 2016/5/18-21, domestic.
A clinical and neuropathological study on homozygous mutations with spinocerebellar ataxia
type b, poster, Soga K, Ishikawa K, Huruya T, Mizusawa H, Yokota T, 57th Annual Meeting of
the Japanese Society of Neurology, 2016/5/18-21, domestic.
R/ NIMAIE D SE ARG OV T, B, KERRTE, T LA - IR T +— T L5 6 G R,
2016/6/30, [EA.
Clinical feature and Pathogenesis of SCA31, lecture, Mizusawa H, 1st International Asidan
Symposium on Asida River/Japan, 2016/7/1, domestic.
ANIOTIRIE, SR, KERSETE, 5 12 RIENOR - MRERAT S v 2 — RN R E SRR HE &
I —, 2016/7/19, [EWMN.
Approach to cerebellar examination (with emphasis on bedeside clinical
examination).andquantitative assessment, lecture, Mizusawa H, 15th Asian and Oceanian
Congress of Neurology, 2016/8/21, overseas.
Hw & RZWTREOTIRZ BEE L C—IRUD » 7'V A U050 - ANMISTIE —, G805, KIS, PR
Ftafiw 543, 2016/10/11, [EA.
EENVRRE — 2RO ERR L 7Y XLNEST A b —, G, KEEREE, & 34 BIHAMRIER TSR
2, 2016/11/4, EWA.
/INIMEERE O E RINREAMIE DO BISE, FEE, KERTE, 5 6 [ AR T 7 X —, 2016/12/9,
M.
EENRIIED k2 B8 LAY — XL S F~— T —BR%E, RNAZ—, KEEPE, ESZHFZEH
FIEN BARENRHIIERR A 2016 FE S RIFCRBES, 2017/2/10, [EA.
TR/ NMANE 6 1, 3 1 &2 DOEPHER 26T 2FROBHFGHE RAX— REFEZ R BE
L AIERHL, KEEDETE, HRERE 5 56 0] H AR ERAIT RS 2016.5.21 [EHN
T/ N VEEE R B 1 2 R B CUR LN O BIEZ OfMET RNAZ— SEeml, =
ERAR IS, AR, SIRUZE8k, KR DerE, MIMFERE 25 56 [ B AR Re 2016.5.21 [EW
MRREMIRBET MIBIT 22 7 1 ) LA L ZOFEEDIRFENR, NAZ—, BRNZH, B
R, RIS, PEABEEKRER, STEREZE, b, SRMM, AT, 8 39 BIHAS AW
£, 2016/11/30-12/2, [EN
20



18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

Dysregulated Akt signaling pathway in spinal and bulbar muscular atrophy (SBMA), 7RA %X —,
SR, BFEPHES, FERBOERRR, kTR, JTERESE, BRI 2, AT, 5 39 Bl HARRE
=, W5 39 [ A AR RZ, 2016/7/20-22, [EHN.

Dissection of mechanisms of neuronal degeneration in polyglutamine disease, HRNAX—, {£
WEEERRR, UTRRES, tbF5E], HANEEL, BREM, BEEPHER, I, 5 57 [l A AR
FAiRE, 2016/5/18-21, [EN
Dysregulated Akt signaling pathway in spinal and bulbar muscular atrophy (SBMA), 7HRA %X —,
BRI, BFEPHESR, VoAl KRR, takH ], JTRESE, RN 2B, MARIIIE, 557 [a B AR SRR
FHTRZ, 2016/5/18-21, [EN.
The effect of exercise in a mouse model of spinal and bulbar muscular atrophy, Hi#H, Hit
F5E, REEPHESL, JTRRELSE, RN EH, EREEEORES, AEM, AL, 5 57 Bl AMRTERT
ffrk4x, 2016/5/18-21, [EWN.
BRAFBAME A ZEMEAE O XA B I X9~ D ARAOTAHE, A, GRS, BSEFHER, Gene Hung, &
SEOLB, TRREGE, kg5, RN XZHL, AEM, C. Frank Bennett, fHAJLIT, 33 [H]H AHHRE
A, 2015/11/26-28, [EHN
EREMMEGHZEADEE T MCBIT 24 7 1 ) LAAFFEIROIRESR, RAZ—, BNZH, RIL5LH,
EEP RS, PERBEORRS, TR, T, S, AT, 5 33 B H AR TR RE,
4 BERR S, 2015/11/26-28, [EA
B REMER ZEREIE 12K D PPARV agonist (pioglitazone) DN, WA X —, fRHEM, BEEHEL,
S, RSTOLAB, UTRRE RN ZHL, 807, AL, #5 33 [Bl A ARG Pk,
2015/11/26-28, [EA.
Dysregulated nuclear factor—«x B (NF k B) signaling in spinal and bulbar muscular atrophy
(SBMA), ANAZ—, M, B5ErAedy, |ibHml, RSall, GrikEse, HNKH, ML, 8
38 [m] B AR RL RS, 2015/7/28-31, [EW.
Silencing neuronal mutant AR suppresses neuropathogenesis in an SBMA mouse model, &, f&
WEEERES, WEEPHER:, Gene Hung, ENZIABA, JTARIEDE, oibHEA, BEANXHEL, #HEM, C. Frank
Bennett, fAITIE, 5 56 [l H AMREE RS, 2015/5/20-23, EWN
The effects of pioglitazone on splnal and bulbar muscular atrophy, HRAXZ—, fiHM, BFE
Fedy, kB, RAZALB, TRREDE, CERME, RN ZHL, DA, IWAKIEE, FHER, AT
TG, H5 56 [B] H AMREFRFEITRR, 2015/5/20-23, [EN.
Expression and role of TFEB in spinal and bulbar muscular atrophy, ~AX—, BENZH, &
SEAAEA,  REEPRESY,  UTRREDE,  WlRedE,  SREM, ke, TE,  EUZRA, MR,
5 56 [0] H AR ER AT RS, Hrifa s~y a sty —, 2015/5/20-23, [EH
A7 2 OEREREEHERIEIC ST 2RICONT, RAX—, fRHEM, BB, it
B, RAZGLBA, GFRREDE, EIRHE, BN XL, UK, IKIEZ, FRE, HARLE, #37RA
APRRRE RS, 2014/9/11-13, [EA.
T T o ARG AT B RAVE A EME O SR RBTRIRITSE, D, VEREORRS, BEEFHEL, Gene
Hung, J&Z5ABH, JTRREDE, AHEM, 937588, =M, RN XML, C. Frank Bennett, fHAQITIC,
£ 65 [A] A AMPREER PR, 2014/5/21-24, EHN

21



31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

4].

42.

43.

44,
45.

Spinal and bulbar muscular atrophy (SBMA) (Z%}9" % PPAR gamma agonist (pioglitazone) DZhE,
WAL —, fHM, BEEPRES, B E, RSZOAR, TRREE, CEWRKE, BN ZHL, EDRA, fH
SCILTE, #5 55 [l H AR R, 2014/5/21-24, [EA.

Polyglutamine diseases and protein quality control. HEZH Nukina N, International symposium
“New Frontier of Molecular Neuropathology 2014” Akio Suzuki Memorial Hall (M&D Tower 2F) TMDU,
Tokyo, Japan. ; 2014/03/16-17;[EN

BREIKF- NF-Y OBSRERRERIT 2 B F 2 » p62 DOFEME, /AT 2 5 i AV 23553 5. K
25— UHELT, PR, BERK, A, NIEAN, WNILZZY, MAITY SN, FHRREZE, ARkEs
5%, BAfE1T, % 66 M AAMIRAYEERE KRR CRRIAS Y, JORTFRE bt 2 —).
2014/06/11-13;[E AN

BREIKF- NF-Y OBSRERRERIZ 2 B F 2 - p62 DOFEME, /AT 4 5 ik AV 23553 5. K
2L — LT, PR, BERR, AR, NIEA, WNILZZY, MAITY SN, FRREZE, AREs
83, BAETT, HAAREFRE 13445 0K (K7L AUEAR ) 2014/03/27-30; [EN. .

WY TNEIJRES 7 BOMEERE. R BAEDT, ERERFRFFCERK 26 FEE A
PEIR BOWRBTBIRATIE & o & —WFJERCR B R 2 O (IR B REE) 5 2014/03/185 EHM. .

F— b7y U— LAt nEE B4EfT, KRRREEAEMEFE IS — =77 V—
EFRBS SRE CRBRRFIR T % v > 78 %) - 2014/02/20-21; [EA.

WY TNE I RO L EAEOMEEM. R BRAET, MR BRI O
TR FE AT 2014/02/25; [FE .

Singular localization of sodium channel B4 subunit in unmyelinated fibres in the striatum.
RAH— Miyazaki H, Oyama F, Inoue. R, Kiyonari H, Kino Y, Kurosawa M, Ogiwara I, Yamakawa
K, Shimogori T, Hattori N, Miura M, Nukina N, #5388 HAMRE SRS AL X3P
vy — (R— K7 A7 K) 2015/7/28-31; [EA.

The pathomechanism of Huntington disease:factors related to its pathological cascades (/>
YF U R IROSTHERE) . DOH NukinaN, 55 1 2 O [8] A ARMEHIE - 559 2 [\ B AAB SRS
BRREMPEBRESES WER— 74 70 F) 1 2015/03/21-23(23) ; FEA.

NF-Y inactivation induces differential, cell type—specific neuropathology. H8i Yamanaka
T., Nukina N. Brain Protein Aging and Dementia Control 1st International Symposium; Nagoya
University, Nagoya, Japan 2015/10/09-10;[E M.

Cell type-specific neruopathologies in NF-Y mutant mice. "NAZ— [UHhEIT, FIGHKL, =
g1, BB, /IEA, NIIZEH, Maity SN, ZIBAME, RWEZ, E4E17. %38 EIAA
MER R S (P EERRREYS) 20157/28~31; [EA.

RY TNVE I AJRIRREIE Do TEZ L. N BAGIT, B 5 HA MrRY X VHDE
b« RBRVE 7 4 — 7 L HURE R 2015/12/1; EA.

NoFU N ZOREE S L BOREER. DB BAEIT, 9 [BS—F Y L -
BfEFRE T 7 VA RINT Y o ART L 2015/10/15; EA.

FIREMABL 2O, MBA  E41547T, % 118 Kyoto Neurology Forum; 2015/9/5 [EAN
RIHEERZ I B DI REIMFL 2 — o> T E72IE, 72D 08, HEE BAEIT, B 1 7 REUN - R
IR 2016/2/9; EA.

22



46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

WY TNE I AREERIERICK T 24— b7 7 U—R O, DEHEAET, GRS ERANLK
NS HOMFTE R T A SR 2 - = RPN RE RS 5 D FIE A T1 = X LRI LT RTRHRIE D BRZE » [R5
FERZF R ¥ v 73R 2015/3/14; [HN
RIS AL BT TE DR REM R RO EBE. NEE  BA(E1T, 55 5 7 8 B ARSI RS (A H
ZE) M a Ny a k2 — 2016/5/19; EA.
TBK1 1% p62 DY (b Z /LT~ A b7 7 P—ziilifl§ 5. BAET, BREIEAREY VR [FE
FERZEE DR 2016/3/5;5 [EN.
Search for target genes of transcriptional regulation by dentatorubral-pallidoluysian
atrophy protein (DRPLAp) that acts as transcriptional co-regulator. HEH. Keiko Hatano,
Hidetoshi Date, Hiroyuki Ishiura, Masaki Tanaka, Jun Mitsui, Jun Goto, Jun Yoshimura, Koichiro
Doi, Shinichi Morishita, Shoji Tsuji. International Conference on Human Genetics, 2016/4/4.
E (HBERER).
B RAZ IR - Y BV A (RZEHEIE S 1B (DRPLAp)  D#EG: co—regulator & L COIRAYEAR T DRRES.
WAL =3, WL, sk, AmGe, =, BEAe, BERIE EAE, BHR—
BB, ARTNE—, R 556 B B AR RS 2016485 . [EAN
Analysis of transcriptional regulation by Dentatorubral-Pallidoluysian Atrophy protein
(DRPLAp) that acts as transcriptional co—regulator. WA X —FFK  Keiko Hatano, Hidetoshi
Date, Hiroyuki Ishiura, Jun Mitsui, Masaki Tanaka, Jun Goto, Jun Yoshimura, Koichiro Doi,
Shinichi Morishita, Shoji Tsuji. Annual meeting of American Society of Human Genetics, 2015
10 A, HSH
(FEBE/NRRIRE 1 BIZIs1T % DNA BEBEEREO =7 2y MU —7 T NE, B it
Barclay S Sam, EF BEFR. GHEE HINEE, AOK FiZk. BF BCE. B —2. BBH BEE, E1R
HEAC, Hoo TEER. EW A, MR . 5 55 Bl AR RN RS, i ERES (i A
i) . %% A 2014/05/23, [EHN
[TERA/VCP/p97 @ DNA EHEFEREARN 2T OIRRAEMREICB ST D) RA X — HEH B, T
BT M5 G RONER, R Rt B = R B . BBE BEE. AR k.,
fo fd, HHE OTE, R R, [ Y. 5 55 B A AMRRERTHIN RS, ERERESEY (&R
VAR T . JEFRK A 2014/05/23, EN
FEBE/MMRIRE 1 RIZI81T % DNA BEBEEREO =7 xy MU —7 T O, BA i,
Barclay S Sam, M BER. GHiF RANEE. AOK fusE. BA ®eE. B —20 BHE AEE, SR
FEAC, oo TEER. B A, MR . 5 55 B B AN EIA SRR IR R et o H
— (). &£ A 2014/06/06, [EN
EEDORY 7 v I PRI 3kili4 % TERA/VCP/p97 O DNA HHIEEEEKRER 2] D, #RE BEX,
kS B [ 5E. PHEE BNEE. A . B =L R R R AEE. AR RE,
Hfn mokd, HHE OTHE, SR R, % ¥, 5 55 Bl H AR PSR PN S RS
g — (R, JERKH 2014/06/06, [EWN
EHDORY 75 I PRI 3taii4% TERA/VCP/p97 O DNA HREHEIEIERE R 42 ) (RA X —) ik BE
Ko TR 2550 W 5. GH ROINEE. BAS R, B —2Z0 8 &R, BE S, AR
. A MRS, HHOTHE, BR R, MEE 2 58 37 M AARMRRERE, N T 0 kR (B
Beifi) . FEFEA 2014/09/12, EHN

23



57.

58.

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

69.

&AL 2 AW T MRS VR RO SR EMERA | (R A % —) HAS #H, Barclay S Sam, B B,
JHEE BANEE. AK e, B BOE. Bl —=, B AHFE, BR Fid, oo Gk, 2% 15,
35 ¥y, 55 37 [Al H AR RS, U7 0 ik (BEkT) . R A 2014/09/13, EHN

“DNA damage repair and neurodegenerative diseases” (Oral) . Hitoshi Okazawa, the 37th

Annual Meeting of the Molecular Biology Society of Japan, Symposium for Regeneration of Genome,
Pacifico Yokohama (Yokohama), F&3FH 2014/11/25. [EWN

[FFBE/IRTRIE 1 B DS FIREa T X%y N U — 7 O] RA X — BF $a4.. Barclay S Sam,
EE B, OHE RONEE, AR Fode. BA MCE. B —2Z0 BEE OGS, BIR MRS, oo 1B
AL EEE O R 5 3T M AR AW RES NV T 0 iR (BUET) (FER H 2014/11/26,
=

[iPS Ml sk b N hietiiie 2 HIv 72 SCAL OJRENSE ) DR, [ ¥, KRB -, VAl 26 45 b
TEHR A« TEEN A O RBMEIAEE, JA F eV T 7 Lo AR —/L (B (8K H 2015/01/15,
5[y

M MLHE, B Z VT2 SCAL DA A~ — U —PRER) BT, [ ), |l —2Z PRk 26 425 b
FEHR A2 « TEENJCRE OO RS IC B DA ATSEEE, JA B e T 7 L R — b (RUR) |
FEFH 2015/01/15, [EN

“HMGB1 gene therapy ameliorates phenotype of mutant ataxin—1 knock—in mice” RA X —_ {F#
e RUINEE. BERE BER. I =, B PR, KRR FH R SR, WEK . K ERE M
—. [ . 556 B A AR ARHINRE, REA v (ar v varkry—) /AT
HACHTE COriR Rk i) . JE&H 2015/05/21, [EN

“Analysis of molecular mechanism and development of therapeutic methods in spinocerebellar
ataxia type 1 (SCA1)” &, Hikaru Ito, Kyota Fujita, Xigui Chen, Hitoshi Okazawa.. 2
57 ol AR PR AR S, MEEBRE RS (), JE#H 2016/05/18, [EN

[SCA TR 2B AR IR IRIE ORISR O, [EE ¥, % 57 [l B AP R RS, AR
— hET AT (#FH), KA 2016/05/20, EHW

“The hnRNP-Htt axis regulates necrotic cell death induced by transcriptional repression

through impaired RNA splicing” 7R A & —. Ying Mao, Takuya Tamura, Yoshie Yuki, Daisu Abe,
Yoshinori Tamada, Seiya Imoto, Hikari Tanaka, Hidenori Homma, Kazuhiko Tagawa, Satoru Miyano,
Hitoshi Okazawa., %5 39 [a] H AMERMFRE, /7 ¢ 2l (Bikri), J8&KH 2016/7/20,
N
“Gene therapy to conquer spinocerebellar ataxia” K. Hitoshi Okazawa. #f 22 [F] 0 A&
FAEfTER T2 (JSGCT2016) . [EDOME VX7 +—F A (R, FEFEA 2016/07/30, EWN
ENERGRIE D 5y F A Ty = A Lo M@k & RpEME ) M, [ 5. 25 35 [a] B AR AVE 2
2. HOREERT +—7 A OER) . 8% H 2016/12/01, EN
Therapeutic strategy for brain disorders as systemic diseases (AJH). FfiHZFES]. 25 58 [A] H
At LR RE, KE, 201649 7 11 H
DRPLAET N~ T AT 27 o Fr o AA Y AX 7 VAT PIZ L DIER ORI, N2 —FK. ik
M SEHd, g 28T, ek sk, b mw, R EE, DNEPSE B RORMRERIE R M E R
. 20016827 AL [HN

24



70.

71.

72.

73.

4.

75.

76.

7.

78.

79.

80.

81.

82.

83.

84.

85.

Efficient Gene Transfer into the Marmoset Central Nervous System Using AAV9 Vectors, A
fals R, A8 A W s A% O SEF Bel, EA e EH 2R, FelRAA

~—%t& v MFgES, 2016/12/12, [EN.

Generation of a marmoset model of spinocerebellar ataxia type 3 via AAV9 vector—mediated gene

transfer, " A#Z —, Konno A, Matsuzaki Y, Hirai H, Neurosci

ence 2016, 11/13/2016, [E4f.

Progressive impairment of metabotropic glutamate receptor (mGluR) mediated signaling and

carebellar synaptic plasticity in spinocerebellar ataxia type 1(SCAl) model mice, NAX

—, Hosoi N, Shuvaev AN, Hirai H, Neuroscience 2016, 11/13/

Generation of animal models of spinocerebellar ataxia via AAV9

2016, [E4h.

vector-mediated gene transfer,

ARA K —, Konno A, Matsuzaki Y, Hirai H, # 22 [0 H AE G-I SS, 7/29/2016, [EA.

Development of viral vectors labeling a specific cell population in non—human primates and

their application to generation of a neurodegenerative disease model, B8, Hirai H, 23

9 [a] B AR B2 K S, 7/22/2016, [EA.

Reversible conversion of the neuron—specific enolase promoter activity from neuron to

astrocyte induced by neuroinflammation after brain injury,

Nagaoka J, Hirai H, #53 9 [n] H KRR, 7/21/2016,

ARNAH —, Sawada Y, Konno A,
.

Impaired synaptic plasticity at cerebellar parallel fiber—Purkinje cell synapses in AAV

vector—based mouse model of spinocerebellar ataxia type 3, A X —, Watanabe M, Konno A,

Hirai H, %% 3 9 [0l H AR KRS, 7/22/2016, [EN.

Progressive impairment of cerebellar synaptic plasticity in spinocerebellar ataxia type 1,
ARA K —, Hosoi N, Shuvaev AN, Hirai H, # 3 9[a]H ARMEEEF KL, 7/22/2016, EHN.

EB OB Z AT DN S 7L — I N MEE ~ © A2 & AW il S iR f e —, O
B, PR, aUxT Ty by MFER, 4 6 H AR R AR, 7/2/2016,

Esh (EY 7).
TR/ MM TEE 1 T 7L~ 0 22T 2 M - R o J 7" 2wl

P& Cat > 7 F )L DO HEFTIE R,

RAL—, MHER, =277 7o by, FEHERM, FH9 3R HAEHEZSRS, 3/23/2016,

[EIN.
AAVI 12 X B8 fn B A &I LT3/ NIMISTRE © 7 )L # O 1EH,
SEHZERN, 5 9 3 Al H AL RS, 3/23/2016, [EN.

WAL —, S8 B ARERE,

Inflammation—-induced switch of the neuron—-specific enolase promoter activity from Purkinje

neuron to Bergmann glia, AN AX—, Sawada Y, Konno A, Ohtani T, Takahashi N, Matsuzaki Y,

Kishi S, Hirai H, #5 6 [B][ERSAHERARAEM RS, 2/13/20

AAV9 vector - mediated production of animal models of spinocere

A, Matsuzaki Y, Hirai H, %5 6 [Bl[E U EY FoRE,

16, [EMA.
bellar ataxia. A4 —, Konno
2/13/2016, [EMN.

FBE/ NN 18 (SCAL) EF /b~ RIZBITA/MME nGluR > 7 F Y o ZOWITIER S, AAX

—, MHIER, I Zf0, 53 8Bl AR RS, 7/30/201

5 HEMN.

AAVO IZ X DR TFEAZI LB/ INNIGHIE 3 e T L~—Ft v NOIEH, RAX—, S84

falg 2R, AEIR VE—RR, IR ZOR, 553 8Bl H AHRRERL RS

Gene and stem cell therapies against polyglutamine diseases,

ARFREFRTFINRE, 5/20/2015, [EA.

£ 7/28/2015, [EMA.
N8, ¥ ZFf, %5 6[FH

25

’



86.

87.

88.

89.

90.

91.

92.

93.

94.

95.

96.

97.

98.

99.

100.

101.

Disruption of metabotropic glutamate receptor signaling in Purkinje cells expressing a
mutant SCAl gene, A8 AZ —, Shuvaev AN, Hosoi N, Hirai H, % 5 [BIEEEHEREY TSR
2, 2/21/2015, [EWN.

Producing animal models of spinocerebellar ataxia type 3 via a viral vector—mediated gene
delivery, "N A% —, Konno A, Matsuzaki Y, Hirai H, & 5 [BEIEEKHBEHEREY SRS,
2/21/2015, [EWA.

Progressive impairment of mGluR-mediated synaptic transmission in SCAl model mice, 7NA X
—, Hosoi N, Hirai H, #f 5 [MIEERBSRARAENFRRE, 2/21/2015, EA.

Intrathecal injection of mesenchymal stem cells ameliorates cerebellar pathology of
spinocerebellar ataxia type 1 mice, N AX—, Matsuura S, Nakamura K, Hirai H, %55 [A]EBE
SRR A R KRR, 2/21/2015, [EHA.

Mesenchymal stem cell-conditioned medium alleviates the peripheral pathology in
spinocerebellar ataxia type l-knockin mice, 7N A% —, Suto N, Nakamura K, Hirai H, % 5 [q]
EF B AR R KRR, 2/21/2015, [EN.

AAV (T X DI FEA LS LT R/ NMENME 3TE 7 /b~ U ADEH, RAZ—, S8 FH
ZF0, 3 7 AR RS, 9/13/2014, [ENA.

Abnormalities of metabotropic glutamate receptor (MGLUR)-mediated signaling at cerebellar

parallel fiber—purkinje cell synapses in spinocerebellar ataxia type 1(SCA1) model mice, 7R
AKX —, Hosoi N, Hirai H, 9th Federation of European Neuroscience Societies, 7/10/2014,
Ht.
Molecular mechanisms and potential therapies of the spinocerebellar ataxia and the future
perspective of the clinical application, [ 8H, Hirai H, International congress on
Neuroscience 6/20/2014, [E4}.
A Novel ALS/SCA Crossroad Mutation Asidan , fA%F:fii#, Yamashita T, Ikeda Y and Abe K,
58 [al H A bR, 2015/9/11, [EN.
Clinical features and Pathogenesis of Asidan in Japan, >R’ A, Abe K, International
Asidan Symposium on Asida River/Japan, 2016/7/1, [EM.
Discovery of Asidan and clinical characteristics, #%FAl#{#H, Abe K, International Asidan
Symposium on Asida River/Japan, 2016/7/1, [EMH.
Assessment of swallowing in Asidan patients with novel methods, [8H, Yamashita T and Abe
K, International Asidan Symposium on Asida River/Japan, 2016/7/2, [EN.
Acoustic impairment is a distinguishable clinical feature of Asidan, H8H, Ohta K and Abe
K, International Asidan Symposium on Asida River/Japan, 2016/7/2, [EN.
Pathology and pathogenesis of Asidan/SCA36, 88, Yoshio Ikeda, International Asidan
symposium on Asida River (Fukuyama, Japan), 2016. 7. 1-2, [EM.
TBE/ N CFRAE 6 T (SCAB) SEBNZ KT 2 U BV T —2 a VI ADBE, RAZ—, HH &, %
JE A, PTBAR, BBGkE, iR 5 67 Al AMR RN RS (M) , 2016, 5. 18-21,
[E AL
THE R NEIE & 2 RBEMRAE DR W - TaE - 777, HEH, ME{EA, 55 33 [8] H A RIER ek
BAT A4 HANAZ y 7 HEwER (ZdE) , 2015.11.28, [EWN.

26



102.

103.

104.

105.

106.

107.

108.

109.

110.

111.

112.

113.

114.

115.
116.

CCG-CGG interruptions within CTG-CAG expansion mutation increase disease penetrance in SCAS,

R A A —, Barbara Perez, Yoshio Ikeda, T. Ashizawa, J.W. Day, S. H. Subramony, Laura Ranum.

The 65th Annual Meeting of the American Society of Human Genetics. (Baltimore, U.S.A.),

October 6-10, 2015, [E4}.

An overview of non—coding microsatellite repeat expansion disorders, HFH, WHA{EL, %

58 [ml A A b ke (ORE) , 2015.9.11, [EHA.

Clinical characterization and molecular pathogenesis of SCA36, H #H, Yoshio Ikeda,

8™ Tnternational Meeting on Unstable Microsatellites and Human Disease (UMHD8). (Guanacaste,

Costa Rica), 2015.1.19, [E4f.

#r LU ALS/SCA crossroad mutation Asidan OERRRIRFE, HEH, MELEAE, 5 23 [\ A ARMRE 22

P E DU E X AR A S (R L), 2014.6.28, [E.

FCAFEIE T 5 Rl MK MEE OSRRIZ2 M L e, D8E, MEEA, 55 [Bl A AR TSRS
B (FEhd) , 2014.5.23, [EN.

“Parkinsonism in SCAs” , [1EBH, Tohru Matsuura, =A%, 13th International Parkinson’ s

Disease Symposium in Takamatsu (iPDST), 2014/2/21-23, [EMH.

HIRENE S A b v 7 ¢ —O0FIRE~BE) , AEH (BEHEED) , Bl K, 55 6 BEs

ATV TT RN A REIF—, 2015/1/10, [EN.

“RNA disease mechanism in DM1 and SCA10 brain” , OBE (3 >R A) , Tohru Matsuura, #f

i, 5 38 [l A ARRRER AR 2015/7/29, EN.

ip

“A Collaborated Study of Fragile X syndrome and its related disorders for promoting clinical
research in Japan” , A %X —, Kaori Adachi, Yuji Nakayama, Kazuhiro Ishii, Tohru Matsuura,

Yu-ichi Goto, Eiji Nanba, Strasbourg, France, 17th International Workshop of Fragile X and
other Early-Onset Cognitive Disorders, 2015/9/27 30, [E4}.

“Novel compound heterozygous mutations of SPGll gene in sporadic spastic paraplegia with
thin corpus callosum” , AN A& —, Shimazaki H, Matsuura T, Ji#F, The 13th International
Congress of Human Genetics, 2016/4/3-7, [EA.

“A Collaborated Study of Fragile X syndrome and Fragile-X-Associated Tremor/ataxia Syndrome
(FXTAS) for promoting clinical research in Japan” , 7RA# —, Kaori Adachi , Tohru Matsuura,
Kazuhiro Ishii, Yuji Nakayama, Yu—ichi Goto, Eiji Nanba, JL#B, The 13th International
Congress of Human Genetics, 2016/4/3-7, [EA.

“Inhibition of nuclear—cytoplasmic trafficking of Drbl/RBM45 induces toxic cytoplasmic
aggregates’ , HUH, Mashiko T, Sakashita E, Kasashima K, Tominaga K, Kuroiwa K, Matsuura T,
Endo H, F#F, The 21st Annual Meeting of the RNA Society, 2016/6/28-7/2, [EN.

“A Collaborated Study of Fragile X syndrome and its related disorders for promoting clinical
research in Japan” , A A #Z —, Kaori Adachi , Yuji Nakayama, Kazuhiro Ishii, Tohru Matsuura,
Yu—-ichi Goto, Eiji Nanba, San Antonio, TX, USA, The 15th International Fragile X Conference,
2016/7/20-24, [E.

MSA & A — 7 7¥—, OB, #HERFE—, BARMREFSRE, 2014.5.21, [EA.
/K IIE 2 BRI DAL 2 FEOENE MK, D8, HRICK, BB, FPHEHR, A
ML, @il ZthEE—, BAMRWNESES, 2014.6.5, [EA.

27



117.

118.

119.

120.

121.

122.

123.

124.

125.

126.

127.

128.

BN~ AEHENT T ¢ IR A O TR SR R D microRNA fENT, HEH, EHMFE—, K
SCRK, MTHBAZE, SiEY, P, Ex RFE, BARRRYRESES, 2014.6.5, [EA.

Schwann M2V U ERLOT X 7 LA » DEREROT-LRMEMIED 1 HIgH], RNAZ—, ff
o, BRICEK, AR, FHEHR, SARREREAE, BieE, BEAMN-—-, LEIEC, MBEPX, SiE
¥, BHME—, AARMRRESS, 2015.6.4, [EHN.

RYTNHE IR S NCENEARIRIZER T 5 G & 28 B IS 5K GPR26 O JITE, MEH, #&
SCRK, PHEFSFD, —RFA, BEWE -, SHEM, MHEPX, SiEH, NiEE, e KRFE, Bk
ZF—, AARMRYRELY S, 2015.6.5, [EN.

Neuron derived orphan receptor-1 LI X7 LA J RXF—DEAEIZBAET S, OUE, 58K,
KREEAE, FHAEFRFN, HICK, SlaZ, SEE 1, MBEWX, @G0, Nl e KRFE, &k
ZF—, AARMRYRELY S, 2015.6.5, [EN.

F— 77 V=X X7 (ULK1, ULK2, VPS34, AMBRAL) &l B —/MADAIEFLIZEE L T
W5, RAEH, ZORERAE, FHEH, HRICKK, FHEBZE, &Y, Wi, ffc KRB, EREFE—,
A AP BE 2%, 2015.6.5, [EN.

% AR FNIE DI TR L OMMEEFHT A hat A MBIV VOV X7 LA > OER, K
AH—, WREET, IO, AEK, FHERR, —AREA, Bl@eE, BREAE -, SR, M
HIAZE, ®iEY, IWHEE, ERE - BRI, 2016.6.2, [EA.

SRMERIEICRBIT DA — 7 7 U — iy FORE, OUE, —AEE, FHAEHF, ZRCK, WNifE
H, fix RFBE, MBEPIE, &Y, EEFE—, BAMRIREYS, 2016.6.2, [EN.

Parkinson’ s disease—linked mutation in DNAJC13 causes specific trafficking defect in

[1]

%

endosomal pathway. (AN A % —), Hasegawa T., Yoshida S., Suzuki M., Sugeno N., Kobayashi J.,
Ezura M., Kikuchi A., Baba T., Takeda A., Mochizuki H., Nagai Y., and Aoki M. WA —> (&
— X KU 7) , 13th International Conference on Alzheimer’ s and Parkinson’ s Diseases
(AD/PD2017), 2017/3/30, [E4}.

ESCRT-0 dysfunction compromises autophagic degradation of protein aggregates and facilitates
ER stress—mediated neurodegeneration via apoptotic and necroptotic pathways. (FRAZ—),
Hasegawa T., Oshima R., Tamai K., Takeda A., Tanaka N., Aoki M., The 20th International
Congress of Parkinson’ s Disease and Movement Disorders, ~LJ > (KA ) , 2016/06/21,
243

Forebrain—specific knockout of ESCRT-0/Hrs disrupts protein quality control and facilitates
ER stress—mediated neurodegeneration via apoptotic and necroptotic pathways. (RAHX—)
, Oshima R., Hasegawa T., Tamai K., Takeda A, Tanaka N, Aoki M., The 5th Asian and Oceanian
Parkinson’ s Disease and Movement Disorders Congress, =7 (7 ¢ U EL) , 2016/03/13,
Ht.

Knockdown of ESCRT-0 disrupts protein quality control and promotes ER stress—mediated
neuronal cell death. (ZRA X —) , Hasegawa T., Oshima R., Tamai K., Takeda A, Tanaka N, Aoki
M. Neuroscience2015 Society for Neuroscience Annual Meeting, > F = (CK[E) , 2015/10/18,
Ht.

CSF derived exosomal microRNA profile in patients with Parkinson’ s disease. (ARAZ—) |

Hasegawa T., Sugeno N., Kikuchi A., Oshima R., Yoshida S., Takeda A., Aoki M. The 19th
28



129.

130.

131.

132.

133.

134.

135.

136.

137.

138.

139. 1

International Congress of Parkinson’ s Disease and Movement Disorders, ¥> 7 4 == (CKE
) , 2015/06/17, [E4}.
Functional ESCRT machinery is required for the clearance of aggregate—prone proteins
associated with neurodegenerative diseases. (iRA & —) , Hasegawa T., Oshima R., Takeda A.,
Tanaka N., Aoki M., The 4th Asian and Oceanian Parkinson’ s Disease and Movement Disorders
Congress, /XZ¥ (¥#A) , 2014/11/28, [E4}.
VPS35 dysfunction impairs lysosomal degradation of alpha—synuclein and exacerbates
neurotoxicity in a drosophila model of Parkinson’ s disease. (i8N A #—) Hasegawa T., Miura
E., Konno M., Suzuki M., Sugeno N., Fujikake N., Geisler S., Tabuchi M., Oshima R., Kikuchi
A., Baba T., Wada K., Nagai Y., Takeda A., and Aoki M., The 18th International Congress of
Parkinson’ s Disease and Movement Disorders, A L~y Z &L (AT x—F2) , 2014/06/09,
Ht.
CSF derived exosomal microRNA profile in patients with Parkinson’ s disease. (I1{#) Hasegawa
T., Sugeno N., Kikuchi A., Oshima R., Yoshida S., Takeda A., Aoki M., &8 56 [a] B R#RFE5
ks, #k, 2015/5/23, EWN
FRBOMPFIZE T T~HRAEDZ—7 v b~, AHEH, BIBHY, HARMHRIGRKSE
2, 2015/11/27, [EWN.
Molecular epidemiology of HSPs in Japan, HEH. KohK, Ishiura H, Ichinose Y, Mitsui J, Tsuji
S, Takiyama Y, JASPAC. 57 [m] H AR FE AT RS, 2016/5/19, [EW
Two families of spastic paraplegia caused by ALDHISAI mutations, HEH, Koh K, Ishiura H, Beppu
M, Shimazaki H, Ichinose Y, Mitsui J, Kuwabara S, Tsuji S, Takiyama Y, JASPAC .57" Annual
Meeting of the Japanese Society of Neurology, 2016/5/21, [EWN
Clinical characteristics and detailed haplotype analysis of patients with SCA36 in Japan,
ARAH—, Koh K, Ishiura H, Ichikawa Y, Matsukawa T, Goto J, Mitsui J, Takahashi Y, Kawabe
M, Doi K, Yoshimura J, Morishita S, Namekawa M, Ogawa T, Sunada Y, Itoh T, Inoue T, Kurizaki
H, Hasegawa K, Tsuji S, Takiyama Y, . ASHG 2016 Annual Meeting 2016/10/19 [E#}
A search for novel causative gene for hereditary spastic paraplegia, HEH, Ishiura H, Mitsui
J, Shimazaki H, Koh K, Ichinose Y, Takahashi Y, Goto J, Yoshimura J, Doi K, Morishita S, Sasaki
H, Takiyama Y, Tsuji S, Japan Spastic Paraplegia Research Consortium, Japan Multiple System
atrophy Research Consortium, Japanese Consortium For Amyotrophic Lateral Sclerosis Research,
56" Annual Meeting of the Japanese Society of Neurology, 2016/5/20, [EMH
FEMEICRRE 22 5 U 72818 PNPLA6 ZZ R0 —PRMBAEIR . REA, & #fE. BB B 8&&E. A
w2 AWk, BELUEE/A . Japan Spastic Paraplegia Research Consortium, &5 56 [H] B A<t
FRETRE, 2015/5/21, EW
Novel mutation of PLA2G6 in 6 year—old homozygote twins with INAD (infantile neuroazonal
dystrophy) MEE, Hoshino K, Tzumi G, Koh K, Takivama Y, JASPAC, . %5 57 [a] A A/ N@phis:
FiTEES, 2015/5/30, [EWN

4ﬁ PERE Mot BRBE O F BT i i, DBH, BRILEEA. 55 55 Bl H AR PSR TFINKRE T VAR T T A

2014/5/21, [EN

29



140. 1

141.

142.

143.

144.

145.

146.

147.

148.

149.

150.

151.

152.

153.

154.

EARMERS T R OMEEE & TTBJRIE, DA HEILEEA. 5 55 [ B AL SR IR ' I —.
2014/5/21, [EN
T — NRHT TR STV AHR SCAS —FRDERIK « o FEFRIRET REE & AfE. £ O,
Wi B s, =B AR OBTBRARE, BKIL Rk BELLBEA 5 55 [A] B AP e R AT R 2 2014/5/21,
=
Boucher—Neuhauser ﬁﬂ%ﬁi@%ﬁﬁ PNPLAG EAn 12855, FEA, & ffE. AVRSFD, =miEsk, Bk
FOHE, BRIRDETR, AT Z. Ak, HELEEA, AARNERIEZRY 55 [MIKR, 2014/11/5,
N
/\~—v*\f///ff FOEE L EVOHEME L TUHTE SR ORANEMET D, RAZ —, {HE
—, SFRA, IR, e a AR, SHIESESL, SEE S L A EEHE, R, TN 59 BN
*—ﬁ’r///ﬁ EEEERE T LA 2015/10/16, EWN
N Y RBEICRBIT DR A DR, RA X — HERE - FRIE, AR ik
AR, SHIESEIA, SFHS &, BEAE, R, T3, 55 45 [ B ARBRIR R A B R 200
2. 2015/11/6, [EWN
The 3-second rule in Parkinson’ s disease: A synchronized tapping study, A& —_ Tokushige

=

S, Terao Y, Matsuda S, Furubayashi T, Sasaki T, Inomata—Terada S, Yugeta A, Hamada M, Tsuji
S, Ugawa Y. 5th Asian and Oceanian Parkinson’s Disease and Movement Disorders Congress,
2016/03/12, [E4t

Impaired reproduction of time length shorter than four seconds in Parkinson’ s disease,
A A — , Shin-ichi Tokushige, Yasuo Terao, Naohiko Togashi, Takuya Sasaki, Satomi
Tnomata-Terada, Masashi Hamada, Yoshikazu Ugawa, Time in Tokyo 2016, 2016/10/11, EWN
N—F Y UREE ORFRIRANC T DR, AR Y —, ER—, SFREA, RHEE—, iR,
FINFE—, = 2 AHORFMY: fHik#, 2016/12/21, ENH

INHDOEFHRFFRES © Z v B VB E W TR RIART & OFHf, REE, T8, HMEE—, FR
LA, IS, KR —, AR SR, fEERT, A8, i FIEZE, SR8 — 1K, sCHEE, B P7ERE, &9
D I, AT, /R, s TR, BB PR, 2017/01/19, [EIA.

Neural mechanism of temporal prediction in the primate brain, B 88, Masaki Tanaka,

Universidad Nacional Autonoma de Mexico, Queretaro, Mexico, 2017.3.31. [E4}.
Subcortical mechanism of self-timing, H¥H, Masaki Tanaka, The 12th International Basal
Ganglia Society Meeting (IBAGS2017), Mérida, Mexico, 2017.3.27. [E#}.
IREGES) TR D /MM O mkBERE, P8, WP RS, 25 46 [ B AR AT S, AR,
2016.10.28.  [EHWN.
Roles of subcortical climbing activity in self-timing, H¥H, Masaki Tanaka, International
Symposium on the Science of Mental Time, Campus Innovation Center Tokyo, B, 2015.9.12.
ES[o
Neuronal mechanism of temporal prediction in the cerebellum, [18H, Masaki Tanaka, & 38 [A]
AAMRR SRR VAR Y T A, WP EBERESHY, M7, 2016.7.28.  [EA.
Temporal information processing in the primate brain, 88, Masaki Tanaka, McGovern Institute
Neuroscience Seminar. McGorvern Institute for Brain Research, MIT, Boston, MA, USA, 2015. 4. 30.
(4t

30



155.

156.

157.

158.

159.

160.

161.

162.

163.

164.

165.

166.

167.

168.

Transformation of temporally—specific cerebellar signals through thalamocortical pathways,

M4, Masaki Tanaka, Janelia Conference on Thalamus and Corticothalamic Interactions, HHMI

Janelia Research Campus, Ashburn, VA, USA, 2015.4.27. [E4f.

Role of the cerebellum in temporal prediction, H¥H, Masaki Tanaka, LSR Seminar, Laboratory

for Sensorimotor Research, NEI/NIH, Bethesda, MD, USA, 2015.4.24. [E4$}.

Neural mechanisms of temporal monitoring and prediction, MBH, HTEM, ARGEINEIFHIZE

Yot Y N — XDV RV T A, HRERERR, B, 2014.12.13.  EHN.
“Dissociation and evaluation of outputs from predictive and feedback controllers for

tracking movements in normal subjects and patients with neurological disorders” Kakei S,

Admvances in Neuroinformatics (AINI) 2016 @ RIKEN BSI, 2016/5/29, [EWN - [EFE.

“Development and clinical application of a novel system to make quantitative evaluation
of motor function using wrist movement” , Lee J, Kakei S, JGAKUKEN Summit for Japan and Korea
Science Leaders 2016, Auditorium at IGAKUKEN, 2016/7/1, [EWN - [EEL.

“Intrinsic movement representation in the cerebrocerebellum” , Ishikawa T, Hoffman DS,
Kakei S, % 46 [MLKRAERI PR @KEY 7 4 ==, 2016/11/15, [ES}.

“The cerebrocerebellum contains a forward model to control voluntary arm movement” ,
Ishikawa T, Kakei S, 7The Ist International Symposium on Embodied-Brain Systems Science @
FRAILH v >3 & - GHEFIEAR—/1, 2016/5/15, [EN.

“Analysis of motor function of arm movements on Kinect v2” , Honda T, Yoshida H, Lee J,
Kakei S, Admvances in Neuroinformatics (AINI) 2016 @ RIKEN BSI, 2016/5/28.

VNBZE « IIMEZIZ 31T DR &L S IAREL) A2, B IS, % 15 BIY A h =T #1458
S@FEafE, 2017/1/22, HA.

“Analysis for the muscle control strategy of a wrist with the EMG-driven musculoskeletal
model” , Min K, Lee J, Kakei S, Neuro2016(the 39 Annual Meeting of the Japan Neuroscience
Society), /317 ¢ =fHiE, 2016/7/21, [EM.

“Coordinate transformation from the extrinsic to muscle-like frame in human sensorimotor
cortex during wrist movements” , Fujiwara Y, Yasuda W, Lee J, Ishikawa T, Kakei S, Izawa J,
Neuro2016 (the 39 Annual Meeting of the Japan Neuroscience Society), @/X 7 4 offik,
2016/7/22, [EN.

“Evaluation of motor symptoms of patients with neurological disorders based on the
microsteps phenomenon during visually-guided wrist tracking movements” , Lee J, Orimo S,
Matsumoto Y, Morimoto T, Okada Y, Kakei S, Neuro2016 (the 3%t Annual Meeting of the Japan
Neuroscience Society), @/X3 7 ¢ afiiE, 2016/7/22, EHIN.

“Development of a System for Quantitative Evaluation of Motor Function Using Kinect v2
Sensor” , YoshidaH, Honda T, Lee J, Yano S, Kakei S and Kondo T, AMS2016, @Nagoya, 2016/11/29,
EP - EER
Intercellular transmission of molecular chaperones via exosomes contributes to maintenance
of organismal protein homeostasis. A % —, Takeuchi T, Suzuki M, Fujikake N, Popiel HA,
Kikuchi H, Sakai S, Futaki S, Wada K, Nagai Y. 2016 CSH Asia meeting: Biology & Function of
Extracellular Vesicles: Exosomes, Microvesicles & Beyond. 2016/12/12-16, [E4}.

31



169.

170.

171.

172.

173.

174.

175.

176.

177.

178.

T avYa UNTET VAW BNIZE. OB, KRR 5 57 [B A AR RN
2. 2016/5/18-21, [EA.

SCA3~—Ft v hETAOIMEN. A, EHATK, AFEEk, AMEHZ, &g, &IIEF, ik

Hit, BEIRTF, R ABF, o723 F7, [RmL, BFOE, HgEET, RRET,

hAEESE, B — =, MME=EFR], SPOf—, KhERE, BIfE. # 57 [ A AMBEFERFIMRE.

2016/5/18-21, [EWMN.

Non—-cell autonomous therapeutic effects on polyQ disease models by exosomal chaperone

transmission. F{H, BT, 89K~V | BREMPZ, R v+ s, —REE, fiH

EFL KRR 5 5T [l AR RS RS, 2016/6/18-21, [EA.

QAI1, a polyglutamine protein oligomerization inhibitor, exerts disease-modifying

therapeutic effect. MH, %+, R/~ FHF, fHIERE., SEEE., LRZE, &

BEE L SR~ U BAIERS . BESEUE, RSLOAB. BBEPHES, MLAVTIT, FHESR, FIHEERE, )

BPSFER, JKIFEEFE. BR 5T [l A AR R Z. 2016/5/18-21, EHN.

Screening for polyglutamine aggregation inhibitors that suppress neurodegeneration in fly

models. FI{#, FFHEFE . MAMERE., Ao/ VBF-| BREMBZL, FHELR, FIRER, KIEEE 5

57 [a] B AP A AT RS, 2016/5/18-21, [EIN.

TV = RES LTy~ a  OMEEREIC LV R Y IS I RET A a vy a s

Tkt U CHIREIE BRI ZRIE R R 2 BT 5. A, kR B 68 B B A YT,

2016/6/15-17, [EA.

Hsp70 OBERE AR RIMINLE A A 2B EMRIR . O, KBS, sk~ U BOFRE T,

TR RN ZE ] KRR, 5 8 1Rl A K RNAT PSR /2R 3 1] A ARSI 2. 2016/8/31-9/2,

[E AL

MRRAEMSRBIC BT 2 =2 Y Y — D ERIA LT A A~ —h—DER. RAZ—, SR,

HKNBFH. ok~ U BHETSE. MHEE ., KI5 8 Bl H A RNAL AIFFE2 /55 3 [B] B A ash

/N2, 2016/8/31-9/2, EIA.

X Nu DTy Y Y = NGNS K OMIEA RN T v T AR X AGREIENE. E, NS,

AKIEFERE. H5 89 Ml B A LS. 2016/9/25-27, [EA.

FHZ N B OB  EE LA, A, JKIFEME. 5 25 [A] B AP ST Rl AR
BiliES. 2017/3/5, [HN.

(3) TERE DR - Heffxifittz ) (x4 250 fA

L HREEIBIR DR & WFIERHSE-[EISLA 1 - fRREEEIRIITE o & — L [ESLBERAE OV 12 F5 ]

o va s, KEEFPE 5 34 B HARMRRIER SRS, 2016/11/5, [EN.

2. BARIZBIT DML LOMIEOBR, KEBIRLEE, K - EREORIREZ B LT, KEBIEE,

5 46 [] 0 ARG IR S,V UL COEX, 2016/7/2, [E4h.

3. THRRRZEMERBWTIEOHT/ 22 RBE SRR EE )« A, [V 3, mOERS: 1PS MlaftsepT & <

T—. BECRT: iPS MEATZERT CRUERIFACAR ) | 2015/07/16, [N

32



b

10.

11.

12.

(PR MEIR BRI SE DR 7o 7o BB L R EEE ) NE, [ ¥, THI A 791 = ARBLV
= st LAV FH10EEIF—, TRIA 7 A v 2v 0¥ — (KIRFEHT) |
2015/09/28, [EN

[SCAL DIRIEBHIFEIZ T COMRY A A, [ 5, ARANEHRDGERS AR AR A
AR 7o e etmia . AbviRE R (FLIRHT) . 2016/09/02, [EN

(BEOEMWRBIGRS —7 v NaeA I vy 7 ARENBIRA D) N{H, [[iE %, AEMEVEN T
BIA 7 A = AR E FnEs [#nR~oPkik) 5 27 B, THIA 7z Ak 42—
EL (R E ) 2016/09/08, [EN
FHENIMRFRIE DI OWT, S84, M X, EIH Zf, BEERY U EEolzo
DEZWIE RBREEE ), 2016/8/4, [EWN.

/NN E] D IEBY T E & DRFIZOWT, SEpA, MIgE R, IR B, BER KT AU
W 2016 TR , 2016/4/29, [EN.

THENIMARIET T v~ —F% v FOIERICOWT, A28, M iR, P 226, BEEKXR
5 VNP RO T2 O EFHFEE R EEE ], 2015/8/17, [EA.

/NI 23 F] 2 TEEY T E OERBRICOWT, ABpR, MOE X, IR 2, B ORT M SUIKE
2015 K22, 2015/4/29, [EWN.

BTHE NI RFRAE DFER EVRIFICOWT, APk, MigF B, I 2R, BB KT Uhped

DO DEFWIFEE R, 2014/8/19, [EA.

/NG D AEPREERE & ROV, S B, M B, I Z5Fn, BESORTEABRGEME T FUK
R 2014 , 2014/7/19, [EN.

(4) FFFFHiE

K1

US15/028571
EP14852695.7

HA :

rlE 2015-541657

33



