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Spinal bulbar muscular atrophy (SBMA) is an adult onset, slowly progressive motor neuron disease, caused by
abnormal expansion of CAG repeats in Androgen receptor (AR). The analyses of SBMA model mice have revealed
mutant AR with expanded polyglutamine tracts (CAG repeats) form aggregation in testosterone-dependent manner,
and induce motor neuron degeneration. However, SBMA model mice could not necessarily recapitulate patients’
pathology, and the involvement of skeletal muscles in neurodegeneration has been recently shown, thus, its
pathogenesis still remains to be fully elucidated. Moreover, though anti-androgen treatment by LH-RH analogue,
Leuprorelin, has been shown to rescue the phenotypes of SBMA model mice, it was shown to be only partially
effective for patients of SBMA in clinical trials, indicating the necessity of developing more reliable and effective
treatments. Here, we established SBMA patient-specific iPSCs, and derived motor neurons and skeletal muscles to
perform detailed pathophysiological analysis and to explore novel treatment for SBMA.

(1) Establishement of SBMA disease specific iPSCs.
iPSCs were established from four SBMA patients and three age- and sex-matched controls, followed by the

detailed evaluations of iPSC clones. CAG repeat numbers were not affected by reprogramming.

(2) Efficient derivation of iPSCs into motor neurons.

The culture protocol of rapid, efficient, and simple motor neuron differentiation from iPSCs was established. The
use of more specific and less cytotoxic reagents improved the efficiency of differentiation. To detect more definitive
phenotypes, the culture system to promote maturation of iPSC-derived motor neurons was also developed. Moreover,
the lentivirus reporter (HB9®*3::Venus) was generated to visualize iPSC-derived motor neurons, which enabled the
analysis using imaging cytometer and the purification of motor neurons by flowcytometry (FACS).

(3) Disease modeling by iPSC-derived motor neurons

Time course analysis during the maturation of SBMA iPSC-derived motor neurons revealed alterations of several
molecules and intracellular signals associated with early pathogenesis of SBMA, indicating SBMA iPSC-derived
motor neurons could be applicable to pathophysiological analysis, drug discovery, and the identification of novel
biomarkers as an early disease model. Moreover, a stress signal which promotes disease progression was identified.
The development of disease suppressing therapy focusing on this signal is expected.

(4) Analysis of neuro-muscular interactions using iPSC-derived co-culture model

The co-culture system of iPSC-derived motor neurons and skeletal muscles was established, which enables in vitro
neuromuscular junction (NMJ) formation. We also generated culture protocol to stably differentiate iPSCs into
skeletal muscles. By using these systems, iPSC-derived motor neurons were co-cultured with human skeletal muscles
expressing mutant AR or SBMA iPSC-derived skeletal muscles, which revealed abnormal neuromuscular interaction.
We also clarified the involvement of Akt signals in neuromuscular pathology in both motor neurons and skeletal
muscles by the analysis of model animals.

(5) Identification of molecules and biomarkers associated with disease progression.

By the transcriptome analysis of SBMA iPSC-derived motor neurons, several disease associated genes were
identified, which could be therapeutic targets and biomarkers. We also identified creatine-Cr metabolism as a novel
biomarker for both molecular pathophysiology and clinical severity by the analysis of patients’ skeletal muscles.

(6) Drug screening using disease specific iPSCs

High content analysis (HCA) system of iPSC-derived motor neurons, skeletal muscles, and neuro-muscular co-
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cultures using imaging cytometer was established with several reporters including HB9®*®::Venus. We are applying

this system to drug screening for SBMA.

III. RO/ ~DFEE

(1)

10.

11.

FREE - MEEFICR Y D@ —% (EHWNEE 2 ofF, EHEGE 8 81F)

Honda D, Ishigaki S, Iguchi Y, Fujioka Y, Udagawa T, Masuda A, Ohno K, Katsuno M, Sobue G.
Corrigendum to "The ALS/FTLD-related RNA-binding proteins TDP-43 and FUS have common
downstream RNA targets in cortical neurons” FEBS Open Bio. 2014, 4, 1030.

Tohnai G, Adachi H, Katsuno M, Doi H, Matsumoto S, Kondo N, Miyazaki Y, lida M, Nakatsuji H, Qiang
Q, Ding Y, Watanabe H, Yamamoto M, Ohtsuka K, Sobue G: Paeoniflorin eliminates a mutant AR via NF-
YA-dependent proteolysis in spinal and bulbar muscular atrophy. Hum Mol Genet, 2014, 23, 3552-65.
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.

Riku Y, Watanabe H, Yoshida M, Tatsumi S, Mimuro M, lwasaki Y, Katsuno M, Iguchi Y, Masuda M,
Senda J, Ishigaki S, Udagawa T, Sobue G: Lower motor neurons are commonly involved in TDP-43-related
frontotemporal lobar degeneration and amyotrophic lateral sclerosis. JAMA Neurology, 2014, 71, 172-
179.

Katsuno M, Watanabe H, Yamamoto M, Sobue G. Potential therapeutic targets in polyglutamine-mediated
diseases. Expert Rev Neurother. 2014, 14, 1215-1228.

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.

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.

Tohnai G, Adachi H, Katsuno M, Doi H, Matsumoto S, Kondo N, Miyazaki Y, lida M, Nakatsuji H, Qiang
Q, Ding Y, Watanabe H, Yamamoto M, Ohtsuka K, Sobue G. Paeoniflorin eliminates a mutant AR via NF-
YA-dependent proteolysis in spinal and bulbar muscular atrophy. Hum Mol Genet. 2014, 23, 3552-3565.
Chua JP, Reddy SL, Merry DE, Adachi H, Katsuno M, Sobue G, Robins DM, Lieberman AP.
Transcriptional activation of TFEB/ZKSCAN3 target genes underlies enhanced autophagy in spincbulbar
muscular atrophy. Hum Mol Genet. 2014, 23, 1376-1386.

Mano T, Katsuno M, Banno H, Suzuki K, Suga N, Hashizume A, Araki A, Watanabe H, Tanaka S,
Yamamoto M, Sobue G. Tongue pressure as a novel biomarker of spinal and bulbar muscular atrophy
(SBMA). Neurology 2014, 82, 255-262.

Numasawa-Kuroiwa Y, Okada Y#, Shibata S, Kishi N, Akamatsu W, Shoji M, Nakanishi A, Oyama M,
Osaka H, Inoue K, Takahashi K, Yamanaka S, Kosaki K, Takahashi T, Okano H”. Involvement of ER Stress

5




12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

in Dysmyelination of Pelizaeus-Merzbacher Disease with PLP1 Missense Mutations Shown by iPSC-
Derived Oligodendrocytes. Stem Cell Reports. 2014, 2(5), 648-661. “corresponding authors

Lee H, Lee JK, Park. MH, Hong YR, Marti H , Kim H, Okada Y, Otsu M, Seo E, Park J, Bae JH, Okino
N, He X, Schuchman E, Bae J, Jin HK. Pathological roles of the VEGF/SphK pathway in Niemann-Pick
Type C neurons. Nat. Commun. 2014, 5:5514.

Numasawa-Kuroiwa Y, Okada Y, Shibata S, Kishi N, Akamatsu W, Shoji M, Nakanisi A, Oyama M, Osaka
H, Inoue K, Takahashi K, Yamanaka S, Kosaki K, Takahashi T, Okano H. Involvement of ER Stress in
Dysmyelination of Pelizaeus-Merzbacher Disease with PLP1 Missense Mutations Shown by iPSC-Derived
Oligodendrocytes. Stem Cell Reports 2014, 24,2(5),648-61.

Abe K, Itoyama Y, Sobue G, Tsuji S, Aoki M, Doyu M, Hamada C, Kondo K, Yoneoka T, Akimoto M and
Yoshino H. Confirmatory double-blind, parallel-group, placebo-controlled study of efficacy and safety of
edaravone(MCI-186) in amyotrophic lateral sclerosis patients. Amyotrophic Lateral Sclerosis and
Frontotemporal Degeneration. 2014,Early Online,1-8

Maekawa M, PhD, Yamada K, Toyoshima M, Ohnishi T, lwayama Y, Shimamoto C, Toyota T, Nozaki Y,
Balan S, Matsuzaki H, Iwata Y, Suzuki K, Miyashita M, Kikuchi M, Kato M, Okada Y, Akamatsu W, Norio
Mori N, Owada Y, Itokawa M, Okano H, Yoshikawa T. Utility of Scalp Hair Follicles as a Novel Source of
Biomarker Genes for Psychiatric IlInesses. Biological Psychiatry. 2015, 78(2), 116-25.

Nori S, Okada Y, Nishimura S, Sasaki T, Itakura G, Kobayashi Y, Renault-Mihara F, Shimizu A, Koya I,
Yoshida R, Kudo J, Koike M, Uchiyama Y, Ikeda E, Toyama Y, Nakamura M, Okano H. Long-term safety
issues of iPSC-based cell therapy in a spinal cord injury model: oncogenic transformation with epithelial-
mesenchymal transition. Stem Cell Reports. 2015, 4(3), 360-373.

Andoh-Noda T, Akamatsu W, Miyake K, Matsumoto T, Yamaguchi R, Sanosaka T, Okada Y, Kobayashi

T, Ohyama M, Nakashima K, Kurosawa H, Kubota T, Okano H. Differentiation of multipotent neural stem

cells derived from Rett syndrome patients is biased toward the astrocytic lineage. Molecular Brain.2015, 8,
3L

Ohta E, Nihira T, Uchino A, Imaizumi Y, Okada Y, Akamatsu W, Takahashi K, Hayakawa H, Nagai M,
Ohyama M, Ryo M, Ogino M, Murayama S, Takashima A, Nishiyama K, Mizuno Y, Mochizuki H, Obata
F, Okano H. 12020T mutant LRRK2 iPSC-derived neurons in the Sagamihara family exhibit increased Tau
phosphorylation through the AKT/GSK-3p signaling pathway. Hum Mol Genet.. 2015, 24(17), 4879-900.
Maekawa M, Iwayama Y, Ohnishi T, Toyoshima M, Shimamoto C, Hisano Y, Toyota T, Balan S, Matsuzaki
H, lwata Y, Takagai S, Yamada K, Ota M, Fukuchi S, Okada Y, Akamatsu W, Tsujii M, Kojima N, Owada
Y, Okano H, Mori N, Yoshikawa T. Investigation of the fatty acid transporter-encoding genes SLC27A3
and SLC27A4 in autism. Sci Rep. 2015, 5:16239.

Shimojo D, Onodera K, Doi-Torii Y, Ishihara Y, Hattori C, Miwa Y, Tanaka S, Okada R, Ohyama M, Shoji
M, Nakanishi A, Doyu M, Okano H*, Okada Y*. Rapid, efficient, and simple motor neuron differentiation

from human pluripotent stem cells. Mol Brain. 2015, 8(1), 79. *corresponding authors

Ding Y, Adachi H, Katsuno M, Huang Z, Jiang YM, Kondo N, lida 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.



22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

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.

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.

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.

Oki K, Halievski K, Vicente L, Xu Y, Zeolla D, Poort J, Katsuno M, Adachi H, Sobue G, Wiseman RW,
Breedlove SM, Jordan CL. Contractile dysfunction in muscle may underlie androgen-dependent motor
dysfunction in SBMA. J Appl Physiol. 2015, 118, 941-952.

Masuda A, Takeda J, Okuno T, Okamoto T, Ohkawara B, Ito M, Ishigaki S, Sobue G, Ohno K. Position-
specific binding of FUS to nascent RNA regulates mRNA length. Genes Dev. 2015, 29, 1045-1057.

Riku Y, Atsuta N, Yoshida M, Tatsumi S, Iwasaki Y, Mimuro M, Watanabe H, Ito M, Senda J, Nakamura
R, Koike H, Sobue G. Differential motor neuron involvement in progressive muscular atrophy: a
comparative study with amyotrophic lateral sclerosis. BMJ Open. 2015, 4, e005213.

Udagawa T, Fujioka Y, Tanaka M, Honda D, Yokoi S, Riku Y, Ibi D, Nagai T, Yamada K, Watanabe H,
Katsuno M, Inada T, Ohno K, Sokabe M, Okado H, Ishigaki S, Sobue G. FUS regulates AMPA receptor
function and FTLD/ALS-associated behavior via GluA1 mRNA stabilization. Nat Commun. 6:7098,
2015Maesawa S, Bagarinao E, Fujii M, Futamura M, Motomura K, Watanabe H, Mori D, Sobue G,
Wakabayashi T. Evaluation of resting state networks in patients with gliomas: connectivity changes in the
unaffected side and its relation to cognitive function. PLoS One. 2015, 10, e0118072.

lida M, Katsuno M, Nakatsuji H, Adachi H, Kondo N, Miyazaki Y, Tohnai G, Ilkenaka 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.

Sahashi K, Katsuno M, Hung G, Adachi H, Kondo N, Nakatsuji H, Tohnai G, lida 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, 5985-94.

Masuda A, Takeda J, Okuno T, Okamoto T, Ohkawara B, Ito M, Ishigaki S, Sobue G, Ohno K. Position-
specific binding of FUS to nascent RNA regulates mRNA length. Genes Dev. 2015, 29, 1045-1057.
Udagawa T, Fujioka Y, Tanaka M, Honda D, Yokoi S, Riku Y, Ibi D, Nagai T, Yamada K, Watanabe H,
Katsuno M, Inada T, Ohno K, Sokabe M, Okado H, Ishigaki S, Sobue G. FUS regulates AMPA receptor
function and FTLD/ALS-associated behaviour via GIuA1 mRNA stabilization. Nat Commun. 2015, 6,
7098.

Endo F, Komine O, Fujimori-Tonou N, Katsuno M, Jin S, Watanabe S, Sobue G, Dezawa M, Wyss-Coray

T, Yamanaka K. Astrocyte-derived TGF-B1 accelerates disease progression in ALS mice by interfering
with the neuroprotective functions of microglia and T cells. Cell Rep. 2015, 11,592-604.



34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

Ohtsuka T, Yano M" and Okano H”. Acute reduction of neuronal RNA binding ElavI2 protein and Gap43
MRNA in mouse hippocampus after kainic acid treatment. Biochem Biophys Res Commun. 2015,
9,466(1),46-51 "Corresponding authors

Hayashi S, Yano M, Igarashi M, Okano HJ and Okano H. Alternative role of HuD splicing variants in

neuronal differentiation. Journal of Neuroscience Research. 2015, 93(3),399-409

Yano M", Ohtsuka T and Okano H". RNA-binding protein research with transcriptome-wide technologies
in neural development. Cell and Tissue Research. 2015, 359(1), 135-144 “Corresponding authors

Hayashi Y, lwasaki Y, Ta Sumi-Akamaru H, Beck G, Shinzawa K, Kato S, Riku Y, Yoshida M, Fujimura
H, Tsujimoto Y, Sakoda S, Mochizuki H. High expression of a-synuclein in damaged mitochondria with
PLA2G6 dysfunction. Acta Neuropathol Commun. 2016,30,4kekoshi A, Yoshikura N, Asano T, Mimuro
M, Kimura A, Satoh K, Kitamoto T, Yoshida M, Inuzuka T.An autopsy-verified case of FTLD-TDP type
A with upper motor neuron-predominant motor neuron disease mimicking MM2-thalamic-type sporadic
Creutzfeldt-Jakob disease. Prion. 2016,10(6),492-501.

Yamasaki R, Fujii T, Wang B, Masaki K, Kido MA, Yoshida M, Matsushita T, Kira JI. Allergic
Inflammation Leads to Neuropathic Pain via Glial Cell Activation. J Neurosci. 2016 ,36(47),11929-11945.
Sone J, Mori K, Inagaki T, Katsumata R, Takagi S, Yokoi S, Araki K, Kato T, Nakamura T, Koike H,
Takashima H, Hashiguchi A, Kohno Y, Kurashige T, Kuriyama M, Takiyama Y, Tsuchiya M, Kitagawa
N, Kawamoto M, Yoshimura H, Suto Y, Nakayasu H, Uehara N, Sugiyama H, Takahashi M, Kokubun N,
Konno T, Katsuno M, Tanaka F, Iwasaki Y, Yoshida M, Sobue G. Clinicopathological features of adult-

onset neuronal intranuclear inclusion disease. Brain. 2016,39(Pt 12),3170-3186.

Takatsuki H, Fuse T, Nakagaki T, Mori T, Mihara B, Takao M, Iwasaki Y, Yoshida M, Murayama S,
Atarashi R, Nishida N, Satoh K. Prion-Seeding Activity Is widely Distributed in Tissues of Sporadic
Creutzfeldt-Jakob Disease Patients. EBioMedicine. 2016,12,150-155.

Yokoi S, Yasui K, Hasegawa Y, Niwa K, Noguchi Y, Tsuzuki T, Mimuro M, Sone J, Watanabe H, Katsuno

M. Yoshida M, Sobue G. Pathological background of subcortical hyperintensities on diffusion-weighted

images in a case of neuronal intranuclear inclusion disease. Clin Neuropathol. 2016,35(6),375-380.

Iguchi Y, Eid L, Parent M, Soucy G, Bareil C, Riku Y, Kawai K, Takagi S, Yoshida M, Katsuno M, Sobue
G, Julien JP. Exosome secretion is a key pathway for clearance of pathological TDP-43. Brain. 2016,139(Pt
12),3187-3201.

Oyanagi K, Kinoshita M, Suzuki-Kouyana E, Inoue T, Nakahara A, Tokiwai M, Arai N, Satoh JI, Aoki N,
Jinnai K, Yazawa I, Arai K, Ishihara K, Kawamura M, Ishizawa K, Hasegawa K, Yagisita S, Amano N,
Yoshida K, Terada S, Yoshida M, Akiyama H, Mitsuyama Y, Ikeda SI. Adult onset leukoencephalopathy

with axonal spheroids and pigmented glia (ALSP) and Nasu-Hakola disease: Lesion staging and dynamic
changes of axons and microglial subsets. Brain Pathol. 2016,9,8

Iwasaki Y, Deguchi A, Mori K, I1to M, Mimuro M, Yoshida M. An autopsy case of a centenarian with the
pathology of senile dementia of the neurofibrillary tangle type. Psychogeriatrics. 2016,7,13.

Riku Y, Watanabe H, Yoshida M, Mimuro M, Iwasaki Y, Masuda M, Ishigaki S, Katsuno M, Sobue G.
Marked Involvement of the Striatal Efferent System in TAR DNA-Binding Protein 43 kDa-Related
Frontotemporal Lobar Degeneration and Amyotrophic Lateral Sclerosis. J Neuropathol Exp Neurol.
2016,6,26.



46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

57.

Hamaguchi T, Taniguchi Y, Sakai K, Kitamoto T, Takao M, Murayama S, lwasaki Y, Yoshida M, Shimizu
H, Kakita A, Takahashi H, Suzuki H, Naiki H, Sanjo N, Mizusawa H, Yamada M. Significant association
of cadaveric dura mater grafting with subpial AB deposition and meningeal amyloid angiopathy. Acta
Neuropathol. 2016,132(2),313-5.

Ikumi K, Ando T, Katano H, Katsuno M, Sakai Y, Yoshida M, Saida T, Kimura H, Sobue G. HSV-2-
related hemophagocytic lymphohistiocytosis in a fingolimod-treated patient with MS. Neurol
Neuroimmunol Neuroinflamm. 2016,3(4),e247.

Nozaki H, Kato T, Nihonmatsu M, Saito Y, Mizuta I, Noda T, Koike R, Miyazaki K, Kaito M, Ito S,
Makino M, Koyama A, Shiga A, Uemura M, Sekine Y, Murakami A, Moritani S, Hara K, Yokoseki A,
Kuwano R, Endo N, Momotsu T, Yoshida M, Nishizawa M, Mizuno T, Onodera O. Distinct molecular
mechanisms of HTRALl mutants in manifesting heterozygotes with CARASIL. Neurology.
2016,86(21),1964-74.

Torii Y, Iritani S, Fujishiro H, Sekiguchi H, Habuchi C, Umeda K, Matsunaga S, Mimuro M, Ozaki N,
Yoshida. M, Fujita K. An autopsy case of cortical superficial siderosis with persistent abnormal behavior.
Neuropathology. 2016,36(6),544-550.

Shimohata T, Kanazawa M, Yoshida M, Saito Y, lwai K, Yasuda T, Inukai A, Takahashi H, Nishizawa M,
Aiba I. Clinical and imaging findings of progressive supranuclear palsy with predominant cerebellar ataxia.
Mov Disord. 2016,31(5),760-2

Sumi-Akamaru H, Beck G, Shinzawa K, Kato S, Riku Y, Yoshida M, Fujimura H, Tsujimoto Y, Sakoda
S, Mochizuki H. High expression of a-synuclein in damaged mitochondria with PLA2G6 dysfunction. Acta
Neuropathol Commun. 2016,30,4

Kametani F, Obi T, Shishido T, Akatsu H, Murayama S, Saito Y, Yoshida M, Hasegawa M. Mass
spectrometric analysis of accumulated TDP-43 in amyotrophic lateral sclerosis brains. Sci Rep.
2016,16,6,23281

Ogawa C, Natsume J, Yamamoto H, Ishihara N, Tashiro A, Kidokoro H, Negoro T, Yoshida M, Watanabe
K. Autopsy findings of a patient with acute encephalitis and refractory, repetitive partial seizures. Seizure.
2016,35,80-2.

Iwasaki Y, Mori K, Ito M, Tatsumi S, Mimuro M, Kuwano R, Hasegawa M, Yoshida M. An autopsied
case of unclassifiable sporadic four-repeat tauopathy presenting with parkinsonism and speech disturbances.
Neuropathology. 2016,36(3),295-304

Taniguchi-Watanabe S, Arai T, Kametani F, Nonaka T, Masuda-Suzukake M, Tarutani A, Murayama S,
Saito Y, Arima K, Yoshida M, Akiyama H, Robinson A, Mann DM, Iwatsubo T, Hasegawa M.
Biochemical classification of tauopathies by immunoblot, protein sequence and mass spectrometric
analyses of sarkosyl-insoluble and trypsin-resistant tau. Acta Neuropathol. 2016,131(2),267-80

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),50-5.

Fujishiro H, Iritani S, Sekiguchi H, Habuchi C, Torii Y, Matsunaga S, Ozaki N, Yoshida M, Fujita K.
Hypochondriasis as an early manifestation of dementia with Lewy bodies: an autopsied case report.
Psychogeriatrics. 2016,16(2),139-44.




58.

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

Kobayashi A, Matsuura Y, Iwaki T, Iwasaki Y, Yoshida M, Takahashi H, Murayama S, Takao M, Kato S,
Yamada M, Mohri S, Kitamoto T. Sporadic Creutzfeldt-Jakob Disease MM1+2C and MML1 are Identical
in Transmission Properties. Brain Pathol. 2016,26(1),95-101.

Toyoshima M, Akamatsu W, Okada Y, Ohnishi T, Balan S, Hisano Y, lwayama Y, Toyota T, Matsumoto
T, Itasaka T, Sugiyama S, Tanaka M, Yano M, Dean B, Okano H and Yoshikawa T. Analysis of induced
pluripotent stem cells carrying 22g11.2 deletion. Translational Psychiatry. 2016, 1;6(11),e934.

Fox RG, Lytle NK, Jaquish DV, Park FD, Ito T, Bajaj J, Koechlein CS, Yano M, Kopp J, Kritzik M,
Sicklick J, Sander M, Shibata S, Valasek M, Sasik R, Scadeng M, Okano H, Kim Y, MacLeod AR, Lowy
AM and Reya T. Image based identification and targeting of cancer stem cells in pancreatic
adenocarcinoma. Nature. 2016, 6;534(7607),407-11

Bertolin AP, Katz MJ, Yano M, Pozzi B, Acevedo JM, Blanco-Obregdn D, Gandara L, Sorianello E, Kanda
H, Okano H, Srebrow A, Wappner P. Musashi mediates translational repression of the Drosophila hypoxia
inducible factor. Nucleic Acids Res. 2016, 19;44(16),7555-67

Ichiyanagi N, Fujimori K, Yano M", Ishihara-Fujisaki C, Sone T, Akiyama T, Okada Y, Akamatsu W,
Matsumoto T, Ishikawa M, Nishimoto Y, Ishihara Y, Sakuma T, Yamamoto T, Tsuiji H, Suzuki N, Warita

H, Aoki M, Okano H". Establishment of in vitro FUS-associated Familial Amyotrophic Lateral Sclerosis
Model Using Human Induced Pluripotent Stem Cells. Stem Cell Reports. 2016, 12;6(4):496-510
“Corresponding authors

Yano M®, Hayakawa-Yano Y and Okano H*. RNA Regulation went wrong in neurodevelopmental
disorders: the example of Msi/Elav. RNA binding proteins. Int J Dev Neurosci. 2016, 55:124-30
“Corresponding authors

Sone J, Mori K, Inagaki T, Katsumata R, Takagi S, Yokoi S, Araki K, Kato T, Nakamura T, Koike H,
Takashima H, Hashiguchi A, Kohno Y, Kurashige T, Kuriyama M, Takiyama Y, Tsuchiya M, Kitagawa N,
Kawamoto M, Yoshimura H, Suto Y, Nakayasu H, Uehara N, Sugiyama H, Takahashi M, Kokubun N,
Konno T, Katsuno M, Tanaka F, lwasaki Y, Yoshida M, Sobue G. Clinicopathological features of adult-
onset neuronal intranuclear inclusion disease. Brain. 2016, 139(Pt 12), 3170-3186.

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.

Masuda M, Senda J, Watanabe H, Epifanio B, Tanaka Y, Imai K, Riku Y, Li Y, Nakamura R, Ito M, Ishigaki
S, Atsuta N, Koike H, Katsuno M, Hattori N, Naganawa S, Sobue G. Involvement of the caudate nucleus
head and its networks in sporadic amyotrophic lateral sclerosis-frontotemporal dementia continuum.
Amyotroph Lateral Scler Frontotemporal Degener. 2016, 17, 571-579.

Iguchi Y, Eid L, Parent M, Soucy G, Bareil C, Riku Y, Kawai K, Takagi S, Yoshida M, Katsuno M, Sobue
G, Julien JP. Exosome secretion is a key pathway for clearance of pathological TDP-43. Brain. 2016, 139,
3187-3201.

Fujita K, Motoki K, Tagawa K, Chen X, Hama H, Nakajima K, Homma H, Tamura T, Watanabe H, Katsuno
M, Matsumi C, Kajikawa M, Saito T, Saido T, Sobue G, Miyawaki A, Okazawa H. HMGBJ1, a pathogenic
molecule that induces neurite degeneration via TLR4-MARCKS, is a potential therapeutic target for
Alzheimer's disease. Sci Rep. 2016, 6:31895.

10



69.

70.

71.

72.

73.

74.

75.

76.

77.

78.

79.

Watanabe Y, Beeldman E, Raaphorst J, Izumi Y, Yoshino H, Masuda M, Atsuta N, Ito S, Adachi T, Adachi
Y, Yokota O, Oda M, Hanashima R, Ogino M, Ichikawa H, Hasegawa K, Kimura H, Shimizu T, Aiba I,
Yabe H, Kanba M, Kusumi K, Aoki T, Hiroe Y, Watanabe H, Nishiyama K, Nomoto M, Sobue G,
Nakashima K; ALS-FTD-Q-J Research Group.. Japanese version of the ALS-FTD-Questionnaire (ALS-
FTD-Q-J). J Neurol Sci. 2016, 367:51-5.

Hijikata Y, Katsuno M, Suzuki K, Hashizume A, Araki A, Yamada S, Inagaki T, lida 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, 537-46.
Nakashima H, Ohkawara B, Ishigaki S, Fukudome T, Ito K, Tsushima M, Konishi H, Okuno T, Yoshimura
T, Ito M, Masuda A, Sobue G, Kiyama H, Ishiguro N, Ohno K. R-spondin 2 promotes acetylcholine
receptor clustering at the neuromuscular junction via Lgr5. Sci Rep. 2016, 6, 28512.

Xu'Y, Halievski K, Henley C, Atchison WD, Katsuno M, Adachi H, Sobue G, Breedlove SM, Jordan CL.
Defects in Neuromuscular Transmission May Underlie Motor Dysfunction in Spinal and Bulbar Muscular
Atrophy. J Neurosci. 2016, 36, 5094-106.

Shahrizaila N, Sobue G, Kuwabara S, Kim SH, Birks C, Fan DS, Bae JS, Hu CJ, Gourie-Devi M, Noto Y,
Shibuya K, Goh KJ, Kaji R, Tsai CP, Cui L, Talman P, Henderson RD, Vucic S, Kiernan MC. Amyotrophic
lateral sclerosis and motor neuron syndromes in Asia. J Neurol Neurosurg Psychiatry. 2016, 87, 821-30.
Yokoi D, Atsuta N, Watanabe H, Nakamura R, Hirakawa A, Ito M, Watanabe H, Katsuno M, lzumi Y,
Morita M, Taniguchi A, Oda M, Abe K, Mizoguchi K, Kano O, Kuwabara S, Kaji R, Sobue G; JaCALS..
Age of onset differentially influences the progression of regional dysfunction in sporadic amyotrophic
lateral sclerosis. J Neurol. 2016, 263, 1129-36.

Ding Y, Adachi H, Katsuno M, Sahashi K, Kondo N, lida M, Tohnai G, Nakatsuji H, Sobue G. B11B021, a
synthetic Hsp90 inhibitor, induces mutant ataxin-1 degradation through the activation of heat shock factor
1. Neuroscience. 2016, 327, 20-31.

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.

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.

Watanabe H, Atsuta N, Hirakawa A, Nakamura R, Nakatochi M, Ishigaki S, lida A, Ikegawa S, Kubo M,
Yokoi D, Watanabe H, Ito M, Katsuno M, lzumi Y, Morita M, Kanai K, Taniguchi A, Aiba I, Abe K,
Mizoguchi K, Oda M, Kano O, Okamoto K, Kuwabara S, Hasegawa K, Imai T, Kawata A, Aoki M, Tsuji
S, Nakashima K, Kaji R, Sobue G. A rapid functional decline type of amyotrophic lateral sclerosis is linked
to low expression of TTN. J Neurol Neurosurg Psychiatry. 2016, 87, 851-8.

Ichiyanagi N, Fujimori K, Yano M, Ishihara-Fujisaki C, Sone T, Akiyama T, Okada Y, Akamatsu W,
Matsumoto T, Ishikawa M, Nishimoto Y, Ishihara Y, Sakuma T, Yamamoto T, Tsuiji H, Suzuki N, Warita
H, Aoki M, Okano H. Establishment of in vitro FUS-associated Familial Amyotrophic Lateral Sclerosis
Model Using Human Induced Pluripotent Stem Cells. Stem Cell Reports. 2016, 6(4), 496-510.

11



80.

81.

82.

83.

84.

85.

86.

87.

88.

Miyawaki S, Kawamura Y, Oiwa Y, Shimizu A, Hachiya T, Bono H, Koya I, Okada Y, Kimura T, Tsuchiya
Y, Suzuki S, Onishi N, Kuzumaki N, Matsuzaki Y, Narita M, lkeda E, Okanoya K, Seino K, Saya H, Okano
H, Miura K. Tumour resistance in induced pluripotent stem cells derived from naked mole-rats. Nat.
Commun. 2016, 7, 11471.

Takeuchi H, Kobayashi Y, Ishigaki S, Doyu M, Sobue G. Mitochondrial localization of mutant superoxide

dismutase 1triggers caspase-dependent cell death in a cellular model of familial amyotrophic lateral
sclerosis. J Biol Chem 2016, 291(42), 22341-22343.

Toyoshima M, Akamatsu W, Okada Y, Ohnishi T, Balan S, Hisano Y, lwayama Y, Toyota T, Matsumoto T,
Itasaka N, Sugiyama S, Tanaka M, Yano M, Dean B, Okano H, Yoshikawa T. Analysis of induced

pluripotent stem cells carrying 22g11.2 deletion. Translational Psychiatry. 2016, 6(11), e934.

Ishigaki S, Fujioka Y, Okada Y, Riku Y, Udagawa T, Honda D, Yokoi S, Endo K, Ikenaka K, Takagi S,
Iguchi Y, Sahara N, Takashima A, Okano H, Yoshida M, Warita H, Aoki M, Watanabe H, Okado H, Katsuno
H, Sobue G. Altered tau isoform ratio caused by loss of Fus and Sfpq function leads to FTLD-like
phenotypes. Cell Reports. 2017, 18(5), 1118-1131.

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, Sobue G.

Correlation of insulin resistance and motor function in spinal and bulbar muscular atrophy. J Neurol. 2017,

in press.
Riku Y, Watanabe H, Yoshida M, Mimuro M, Iwasaki Y, Masuda M, Ishigaki S, Katsuno M, Sobue G.
Marked Involvement of the Striatal Efferent System in TAR DNA-Binding Protein 43 kDa-Related

Frontotemporal Lobar Degeneration and Amyotrophic Lateral Sclerosis. J Neuropathol Exp Neurol. 2017,

in press.
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, 0168846.

Suzuki M, Nakamura T, Hirayama M, Ueda M, Katsuno M, Sobue G. Cardiac parasympathetic dysfunction

in the early phase of Parkinson's disease. J Neurol. 2017, 264, 333-340

Iwasaki Y, Mori K, Ito M, Mimuro M, Kitamoto T, Yoshida M. An autopsied case of MM1 + MM2-cortical

with thalamic-type sporadic Creutzfeldt-Jakob disease presenting with hyperintensities on diffusion-

weighted MRI before clinical onset. Neuropathology. 2017,37(1),78-85.

] YRR, [EPoRe. iR (2] 8. ES - iPS flllans bt erfiia~D o bFhE, SEERE 7
[ES - iPS MR A % 4 — K] 2014.1

] HEEE, /NEF<F—hk. iPS FARAI SR~ W75 & F18 Frontiers in Parkinson Disease. 2014, 7(4), 204-

208.

[ YRS, /NEFSF—pl. 36T ¢ ~— b iPS MENAIZEIT 10 4ELAINIZEEL T 5 2> 2 iPS AlILA%E

~DOWIFF & . Frontiers in Parkinson Disease. 2014,7(4),204-8

RKIEN B2, 7o T AR PRINCIPLES OF NEURAL SCIENCE Fifth Edition Chapter3
AT &ATE)) FHRREY 20144F 5

12



9.

10.

11.

12.
13.

14,
15.
16.
17.
18.
19.

20.

(2)

REFEEL, RIFEA, MBFRZ: WMANIZEIT 2 EAE-RNAHEERH ORI & 205 H Medical
Science Digest 6 A i FFH Fl5- RNAJE R (2014454 )

B 7, [, M2, NERR B R~ AT 72 9 8 iPS AR JE AR & R, 52
BRIZEZAIE TS THRRE R 2015 EMia & 95 F iPS M O fcRiifR ) . 2F T4k, 2015, 33(2), 286-291
TPIRHE, MEPEE. BAEERMAGE N T v 7, MEHEAT o AV ) B a—r (EE
HEH R AR, N AR, ZEARAERLAY iPS MR (4 - ARER) . BBE/MINZEMESE, ALS (2
PEMISREELIE) ) . 2015, 3

BB, MEEEE, MEss. [HAER-S- R ERE2 RO C-] RIS A% B g L7z s
PREBE T VNG, iPS HERE 2 V7 FEERTAm & BISERFSE  iPS AL & F 7o RN B T RO A iE
DOIRREMRNT. HAEGR, H9F]5, FRAEEH. 2015, 73, 396-400.

FKEEN, RKEFETF. RNPAEGTD : CLIP ~CLIPE AT DE(L & 415 D BB ~. EBREZIEF /) > =
—7 4 > Z7RNAT XA F7 v 7.2015.12

Per REJG, == ~Y, /NAREES, 400, SHEHR, SAFBM. B Z M 5 M ZM R SR
{BLIE DEGR S % & L 7=globular glial tauopathy? 1354 /5. BRAIN and NERVE: A58 DR,
2016, 68,945-950

BIHERS, JRHEA 1, WHEEG, SHEME, EHEE. B0RI/MERIRE B8 U IS MR A
TUAERAZ N BT RIS O LB, ERRAF#E. 2016, 56,439-443

EiH EH SRS AR O BT R, #RRENFE2016, 85,614-623

EHER, &5 WEMET O &M BEB O IR WA O TR & AR (B
OE| BHEA, #FFEEREH. Medical Technology. 2016,44,604-608

FHPE N . RNARE &2 B OMSREfRHT S ik, BriBEF5E. 2016, #5130% & 2 5, 79-84
KEFEN. RNARSGEEAE. MEHFRE  (webffE) 2016.2.2

REFEN. FFE=— FRNA. [IdFFRAI ) (webfE#) 2016.5.25

RKEBFEA, [FF52. i, BT 5 MinE G R ER -MusashiO %, A AERR. 2016.12
B HEH. ZRMEMIEMSA) DR, #% & £ 7 .2017, 22,16-19

INEF g, [P, iPS MU & IV 7= 3 AEE T L. BoiiE A, BoiES: 3 AT 5 2016,
71, 563-569.

FEEEYE, B Z 2880 W —5% ORI T iPS TORT v 7 A7 ) —=
YT T F aT IV - MEREEORR THRIRBIREA 77 U—] . RILEE. BRI

e VURTY T LEIZBIT A O RAX —RE

Incompletely reprogrammed human iPSCs form glioma-like tumors through genomic instability during
differentiation, Kyoto University/Keio Universiy/MD Anderson Cancer Center ( MDACC ) Joint
Conference, > >R 7 A« B4k, W HPEY, iPS and Stem Cells in Cancer Research, 2014/4/17,
EH

FE YA Mr 7 ¢ —Oypieifgt & A, NBH- R U A, BiEG1. IEEE, £ HET,
IR PAPHER, FEE=. Refit. RKiise, AR IR &SRRl (i Rgs, s
IRFBEVRER . w2, Bz, 55 56 [M/NEmRt v #ifrtE s, 2014/5, [EN

13


http://search.jamas.or.jp/api/opensearch?q=%5B%8D%B2%81X%96%D8%97%C7%8C%B3%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8EO%8E%BA%83%7D%83%84%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8F%AC%8Bv%95%DB%8DN%8F%B9%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8D%A1%88%E4%97T%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8Bg%93c%E1%C1%97%9D%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%95y%96%7B%8FG%98a%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%9FN%88%E4%8Ax%98Y%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8C%B4%93c%90%C4%8Eq%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%98e%93c%8C%AB%8E%A1%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8Bg%93c%E1%C1%97%9D%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%90%BC%93c%8D_%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8Bg%93c%E1%C1%97%9D%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8Bg%93c%E1%C1%97%9D%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8B%E0%8Eq%8Bg%95%B6%5D/AU
http://search.jamas.or.jp/api/opensearch?q=%5B%8Bg%93c%E1%C1%97%9D%5D/AU

10.

11.

12.

13.

14.

15.

16.

T T v AR A HI O T B B A ZEMEE DR BEVE AT S, P, VERE R ORRS, S EPHE O,
Gene Hung, /&~7ZoABA, JmEE S, AE M, FibHE, SRgE, BN X8, C. Frank Bennett, HACIL
JE, 5 55 [A] B AMFREE R AT R E, 2014/5/21-24, [EIN

Spinal and bulbar muscular atrophy (SBMA)IZxtd"% PPAR gamma agonist (pioglitazone) DZh%, R
24—, fHM, BEHES, TS, RSB, STRRESE, HIRHE, N2, EORA, M
LG, %555 [Bl A AR PPN R4S, 2014/5/21-24, [EN

AISEMIBEEEZSPEE (FTLD) OJRHEfEIAIZ -5 < disease-modifying therapy O BA%E, HHH, AL
Jo, CERRMEE TIMEHAFCGHERE 7 0 7 o) R F (IME1k) Rk 26 4545 6 M1 RR 4,
2014/6/19, [EN

PR 72 I G P AT R SHERR SNV T S 0 A R 7 U B4 R_RF——E5H, & Tz, /4 W
H#EER EIREHK ==~ AR 6 EREEABACE, 55 55 [ F AR ams
FARRFSESS, 2014/6/5-7, [EN

Transcriptome-wide mapping of Msi1l-RNA interaction uncovers multi-layered RNA regulation by Msil
inbrain, REFEA, HHEFF. REEX, RKEFRE, REHER, ¥ —30 - n3— b iR,
M8H, £ 16 [A] H A RNA 2223, 2014/7/23, [EN

ZHEMEEMIE (ES Ml - iPS W) & W7o sifl i & 2 OfEA,, Rfrse, [EET, 5
3EIRAFHMERNE I F—, 2014/7/31, [HN

Application of pluripotent stem cells to the research on neurological disorders, fA1FifiE, [#HEEN,
2014 KALAS international symposium, 2014/8/22, [E#}

HITS-CLIP reveals multi-layered RNA regulation by translational regulator Msil in brain, Yano M, Koya
I, Ohtsuka T, Banno S, Yano Y, Darnell RB, Okano H, 7~ A % — , Cold Spring Harbor
Meeting“Translational Control”, 2014/9/5, [E4+

Musashi, a post-transcriptional regulator of stem cells functions, [i#F5¢ 2, KEFE A, MU, 55 37 [A]
H A A AR 43, 2014/9/11, [EIN

Application of human induced pluripotent stem cell-derived neurons to the neurotoxicity evaluation system,
Takahashi K, Shigemoto-Mogami Y, Ohtsu K, Okada Y, Okano H, Sekino Y, Sato K, 37 [a] H A F
R4, 2014/9/13, [EN

t b iPS i FORAR LRI A O e AR SRR BRI R~ DISH, mfEHEsR . A bRE R
REERE . MEEY M2, BB, . 5 37 B AR RE, 2014/9/13,
o

Attempt to apply human induced pluripotent stem cell-derived neurons to the excitotoxicity evaluation
system, Sato K, Takahashi K, Shigemoto-Mogami Y, Ohtsu K, Kanemura Y, Okada Y, Okano H, Sekino Y,
55 36 [B] A AW P R4 55 57 [B] A AR b Kes, 2014/9/29, [EHW

Perspectives of disease modifying therapy for neurodegenerative disease, Japan - Canada Collaborative

Symposium: Motor Neuron Disease Update; En Route to Therapeutic Targets, HE8H, fLRJLJt, The
37! Annual Meeting of the Japan Neuroscience Society, 2014/9/12, [EWN
AT 2 DEFMIEFHZERIE ST DIRIZHONT, RAZ—, Y, Bk, it

F58, NEHA, GRREDE, ERTAE, RN ZEL, MDA, IWKRIEEZ, FEE, T, 537
[m] F AR R 2, 2014/9/11-13, [E]N.

14



17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

Establishment of neuron-specific toxicity evaluation system using human induced pluripotent stem cell-
derived neurons, Takahashi K, Shigemoto-Mogami Y, Ohtsu K, Okada Y, Okano H, Sekino Y, Sato K, CBI
42 2014 R, 2014/10, EWN

Attempt to apply human induced pluripotent stem cell-derived neurons to the excitotoxicity evaluation
system, Sato K, Takahashi K, Shigemoto-Mogami Y, Ohtsu K, Kanemura Y, Okada Y, Okano H, Sekino Y
Safety Pharmacology Society 14th Annual Meeting, 2014/10/19, [E4}

Dysmyelination and Enhanced ER Stress Response in Pelizaeus-Merzbacher Disease Patients iPSCs-
Derived Oligodendrocytes with PLP1 Gene Missense Mutations. 158, Numasawa Y, Okada Y, Shibata
S, Kawabata S, Nakamura M, Kishi N, Akamatsu W, Oyama M, Osaka H, Inoue K, Takahashi K, Yamanaka
S, Kosaki K, Takahashi T, Okano H, "Disease Modeling Using Pluripotent Stem Cells I" at Neuroscience
2014, 2014/11/17, [E4+

iPS A 2 PN 7o AR FEAITJE, FRAFRE, [ YR, ik S — 3 o Y LR TIn b gEs, 2014/11/7,
EH

B HAE DR FE IR E 121 5 mIRNA DB (L O 8, SR, MBI, ARiafnt, [
Bpopz, )R, & 41 8] B AR, 2014/11/22-23, [E54

Transcriptome wide mapping of Msi1-RNA interaction in neural stem cell, &%FE. A ,Darnell Robert,if]
Bpoer, DE, 5 37 M FAMEAES T L RY ™ 4 Molecular Biology of Non-coding RNAs and
its Application, 2014/11/27,[E N

PS Ml 2 W7o AR BT ZE, FRFFRR, DR, AAMRZEPENUE# TGS 70 F =
e I—, 2014/12/6, [EWN

Pluripotent Stem Cells and Neurological disorders, #A#Fa#{, [ifl Hi¥ 2, Distinctive educational program
2014 Neuroscience Course, 2014/12/10, EWN

ATEAMIBAZEAPERE (FTLD) OJiREfEIRIC -5 < disease-modifying therapy M BH¥E, DEA, AL
Jo. SCGHEFEE THEF TR HEE 7 0 7T L) SRR 26 SR BORIES 2014/11/4, [
RAIFRICI T D RS L AR o, AEE, 4100, 55 35 [B] B ARRIR I 2 AN S AH A,
2014/12/4, EN

An attempt to establish non-clinical experiments for nervous system using human iPSC-derived neurons,
Sato K, Takahashi K, Shigemoto-Mogami Y, Kanemura Y, Shofuda T, Fukusumi H, Okada Y, Okano H,
Shirao T, Sekino Y, The 18th Takeda Science Foundation Symposium on Bioecience, 2015/1/5, [EN

An attempt to establish neuron-specific toxicity evaluation systems using human iPSC-derived neurons,
Sato K, Takahashi K, Shigemoto-Mogami Y, Kanemura Y, Shofuda T, Fukusumi H, Okada Y, Okano H,
Shirao T, Sekino Y, B AZ MR IR 6 [RI2T4E%, 201572, [EHN

PRI E I IPS a2 Fl W 7o A SR REARYT, DEH, [MEMEE, Freiiaik )72
JRHE] VK 26 FEEA OB, 2015/3/1, EHW

b~ iPS i H kAR AR 2 FH VN 72 BRBRRE A R AL DR, PERIR, SRR, EAR BB
B SRR, IEALE 7. mABA MEEE, MEFRe, AREH, BB, F88EAAK
KPS, 2015/3/18, [EN

b b AL REMER I f R IL O FEER IR~ DS D7, mff#ER . Ik L(EAR)RE
B g0 TR, AR, EALE . mABE A MEEE. MEFRe. AR,
PIEFshi . fopk L 5 14 Bl AARRAERRFERKS, 2015/3/21, HEN

15



32.

33.

34.

35.

36.

37.

38.

39.

40.
41.

42,

43.

44,

45.

46.

47.

PR B IPS MR A FHW T BREREME M ZEMEE  (SBMA) OIRTEREAT, /NEFSF—pk, TPRIHA,
SRR AR, BFEPRES, JEBEY. Ao, MBSy, MEEEY, 5 14 B B ARFA
KRS, 2015/3/20, EW

PR IPS filaz W e=a—u~ A% 27—V o U—Ofr, TR, /NEF<E—RK,
GRS PP $HAQIT 0T, [MEFAZ T, 5 14 [l B KA ER SRS, 2015/3/20,
EWN

BUEEMA S rTREZe & &IPS M keIl OBRR, i B, SiEiERT. &b (EAX)
MEE, SR, EALE 7, EABA MEVEE, MERe, ARSI, BB, BAIEY
4, 2015/3, [EN

PR IBRE LAY iPS ML & FA VN7 BRIFBENE 7 ZEEE O REARAT & FTBLIRIRIE O BRE, [ T, SRk
26 FEEAGHEFFRIIT S ERAE BREE (AR AR E LA - R E I LRAE -
1B DR A MRS WSS BRI C—T AT ITICB T H A /) _—v a3 VAl
OB & ¥ —, 2015/3/13, [EN

HRR AR MEPR BB D disease-modifying therapy BE%E 2 O & LC, HEH, fAARILIT, # 88 o] 0 ACHKEL -
SESFIERE, 2015/3/18, [EIN

PR IPS MR 2 IV o SRR i ZE M AR SR 8 LI D T REAARAT, —HNELAY, IR, REFE
A, [HEEEE, Rt BB, EAEE MEgs, RAX—, FAEEESS, 2015/3/20, EHN
EFRGE RNA HlH 29 L 7= iR iaRe o, REFEAN, NEE, RAKRFT =27 b7 v
7 & X J—, 2015/3/23, [EN

RENIESIE A~ T 72 2 o X7 Ak LRl o vk, AEH, HAT0c, 529 Bl A AES:
RS20 P ARV T A TIIXZ 2 Thhotz) ,  2015/4/12, EHW

RNA Hilf1 21 U 7= 4 R M A RE OfiftT, REFETA, MBH, % 106 [HI8TRE 43, 2015/4/18, [EIN
PRRZAEMER B D disease-modifying therapy ~D B, HEH, fHAJTIE, 55 104 [A] H AJ BP0
S heRiigtE < )—3,  2015/5/2, [EW

TR M disease-modifying therapy % & X U 7= FR[E ) O £ Al B IRBR ORRERN D, 18,
HAILTE, 5556 [l H AR APk AR A1, 2015/5/20, [EW

Silencing neuronal mutant AR suppresses neuropathogenesis in an SBMA mouse model, M7, A
KRR, BEEPHES, Gene Hung, & 29LBH, UTfiRE e, FibF58A, RN XA, BkE M, C. Frank Bennett,
AT, 5 56 ] H AP E R AR 2, 2015/5/20-23, [EH

The effects of pioglitazone on spinal and bulbar muscular atrophy, =A% —, fRHM, BEHEL,
WHE, RSO, TRRESE, WEIRKE, BRNEH, A, IWARIEE, RHEE, T, #
56 [A] 0 AfhiE A 2R 2, 2015/5/20-23, [EWA.

Expression and role of TFEB in spinal and bulbar muscular atrophy, A % —, FENZHE, 37548,
BEEPHEDL,  UTRREDE, CEWEEE, AEM, EHE, TE, EURA, L, # 56 [HA
AR ARE, B gk #—, 2015/5/20-23, [EN

An approach for understanding the pathogenesis of SBMA by disease specific iPSCs. 4~ A % —, /NEF<F
—R. FPIRME. REBkef. AR, BBEHES, Y. MEFRs, A0, MEEE,
%5 56 [A] A AR ER A RS, 2015/5/21, [EHW

iPS i & AR BT, AR T U A - HREEH, MHEEYE, 5 56 [\ B Aefkray
fhik4x, 2015/5/23, [EN

= b

16



48.

49.

50.

51.

52.

53.

54,

55.

56.

S7.

58.

59.

60.

61.

62.

63.

64.

b MEE PS iAo wTRENE, RS, M EVEE, 5 62 M A AEREW I SRE LAS ¥ I

—, 2015/5/28, [EWN

ZRetEerifid (ES Mifa. iPS MIfE) Z 7o iR irAE & PR BAITZE, HOARR R, [HHEVEE,

3 EIRG AR L 7 F v —, 2015/6/11, [EAN

Jibd 2 237 A AR RIS AR RE O IR L, FEH, AT, i (WFZERRER) K2 o

A7 ERAC L RAERIE 5 2 [IBEREE - 1Y U — b, 2015/6/12, [N

Novel imaging biomarker for early detection of AD, M8H, #H4Z{Toc, 2nd World Centenarian Initiative

International Symposium on Alzheimer’s Disease Prevention Strategy —In Search of the Road to New

Horizon-, 2015/6/27, [EN

t b iPS HE OE TR R 2Rt il o LRE SE OGS, A8, ZHRE. NFF k. &

SRR, RAVEWE ., B, @B, EEY, 5 30 [ B A2, 2015/6/25,

o

In vivo analysis of Elavl2-target RNA specific translational control, 186, K&, REEA, W%

T MBSz 517 [B B K RNA 2222, 2015/7/17,[E A

PR R BT IPS MR A P 7o i B M AR O R RE O figdy, REA, [ HEVEE. TRIRRA, /NEF

SERL, BTEATREIR TN AU < B AL & RRAERIE) 55 2 RIBEA xR, 2015/6/13, [EWN

ES Mifld, iPS Mfid 2 I 7o e i AR & AR BT ZE, FRARETH, AV, 5 12 A R HE

FhEt X —2015, 2015/7/18, [EN

Dysregulated nuclear factor-xB (NFxB) signaling in spinal and bulbar muscular atrophy (SBMA), 7K A
, BREM, BEPREd, TubFEE, RNOAR, UDRREDE, BRI ZH, AT, 38 [HIHA

*EFﬁﬂ%j( 4, 2015/7/28-31, [EW.

The future of clinical neuroscience, F8H, #14JTyt, Brain connects 2015, 2015/7/31, [EWH

iPS A 2 7oA BT S, A, MR, JoimER IRV - BRROTZEf it o~

- GBS, 2015/8/4, [EWN

PR AERF LY IPS AR A I 7oA B O REARAT, PEH, /NEFSE Rk, MEEEE, 52 BIERE

~O BB AT el - F4 - =S ABFSE, 2015/9, [EIN

Roles of neuronal RNA binding protein Elavl2 in the brain, " 2 % —_ KZE&H X, REFEA. &%

¥ [EFSZ . % 58 [B] H AR LA, 2015/9/12,[E N

Impact of aging on anatomical and functional human brain connectivity-toward early detection of dementia,

M 86, f4271oc, 9th International Congress of the Asian Society Against Dementia (ASAD), 2015/9/15,

EH

iPS il A 7oA B SE, S AR T U A - R, [ HEVEE, 55 34 [8] H AGREE TS

FAlitES:, 2015/10/4, [EN

Pathophysiological analysis of neurodegenerative disorders using disease specific iPSCs, 8 A & —,

Okada Y, Onodera K, Shimojo D, Doyu M, Katsuno M, Sobue G, Okano H, 1st Internatinal Symposium

of“Brain Protein Aging and Dementia Control, 2015/10/9, [E

IR ZE MR R D disease-modifying therapy BHZE 29 X LC, HEH, fHAITIL, HAMMHRRIVES:

S T4 [EIPER SRR, 2015/10/15, [EWN

17



65.

66.

67.

68.

69.

70.

71.

72.

73.

74.

75.

76.

77.

78.

79.

80.

Brain protein aging and neurodegeneration from animal model to human: Focusing on the underlying
mechanism of tauopathies, M8H, fH4Z{Loc, Brain protein aging and dementia control 1%t international
symposium, 2015/10/10, [EW

iPS MHAE A 7o e BT ZE,  FAAFRRGE, [ TR, 5 2 RIZmER R Rt I I —,
2015/10/20, [EN

iPS I 2 I 7oA A & AR ABAIT S, RRIGRT - FEATRRG, P EVEE, 5 21 [IBEIRTE
PRI E 25 2 o R AINGRIE S, 2015/10/24, [EHN

RGERR VT T I I T LT ) ARLEEMEZEEE Lzt b iPS Ml @S, s
A, P EVEE, RO iPS MR SRR X J-—, 2015/10/28, [EN

ATEAMSEEEAMEAE (FTLD) OJRefiEil Iz -5 < disease-modifying therapy O BR%E, MEH, HAIT
J6, “VRK 27 AR MR PRFERIRHERE 7 1 7T b ORI K D bk RER v U — 27 D
ERMAT 0y 27 MEWRSE S, 2015/11/4~5, EN

ALS DJRfE&IRME « 2k — MIENO/ROND b O, HEE, L, 3 [A H AR ER
v NT— 7 ERRER T v F a ' I —, 2015/11/13, EWN

BRA R 1 75 ZE M E 00 FARAR IR A R D ERAVIRIRE, D, PEfGiE RS, BSEFHES, Gene Hung,
JENEHLE, TR DS, ikFSE, RN L, fiE I, C. Frank Bennett, fH4Q7Tot, 55 33 [A] H A%
1B AR, 2015/11/26-28, [EN

HEFMMEFZEMET T /MBI 254 7 1 U A AFFEROTRENR, A LH, RIZ5L, R
S, PEABREEORRS, JRRESE, S, SR, 0000, 33 BIHAMRIGR TSRS, Al
R E B35, 2015/11/26-28, [EN

EREBEME A ZEHEIE (2% 3 % PPARY agonist (pioglitazone) DN, AN A X —, fRHM, BEEFHESL,
BB, RNZOLE, UTRRESE, RN SR, DA, AT, 5 33 B H ARG TSR,
2015/11/26-28, [EWN.

PHEEERAE N iPS M2 W EE) = = — 0 R B OJRREMAT, U RY T A - R, W
HEEFE, 55 33 [0l BAMRIR R, 2015/11/26, [EW

HARNT ) bz T i 2 A SR L RE BB n 1 D PRFR, MEBA. #54ToC, 55 69 [=Bl1
U3 e AN 7R, 2016/1/12, [EW

) = 2— 1 PR GUARIC A 7o iR R B JE G, DEH, f44T5T, 2015 4% AMED6 S35 7]
R HES BRSO T A 7 A U AOBUR ERKA~DRE,  2016/2/12, EN
P BRR RN IPS MG &2 W 7o RS VE R Oy TR B OfiRMT, BEH, BV, /NSRS
JEHRLT. TR, BB, BIHE, Ao, ¥, FreetiaEsk Tk AuiX < Bk
& RRAVERIE) 25 3 RIBEE . 2016/2/13, [EHWN

Jit 2 73 7 AL & AR IR ARE < N & ARt ZE e, PEA, AT, BTy iras (WFSERR S )
W5 oS A LRRAVERIE 5 3 [MIPEREE, 2016/2/13, [EIWN

Perspectives on therapeutic research for ALS, M58, fH4JLot, 3™ World Centenarians Initiative

International Symposium on Amyotrophic Lateral Sclerosis —giving new hope: novel therapies toward a
cure-, 2016/2/19, [EN

Perspectives on therapeutic research for ALS —General review of therapeutics, and edaravone treatment-.
HEH, AT, KREMRET AR EFS, 2016/3/25, ESh

18



81.

82.

83.

84.

85.

86.

87.

88.

89.

90.

91.

92.

93.

94.

The effect of exercise in a mouse model of spinal and bulbar muscular atrophy, Hi#H, 758, B
S, TREIESE, RN LB, PEAEEEORRS, SE M, AT e, 5 57 Bl A AR R A RS,
2016/5/18-21, [EN.

Pathophysiological analysis of spinal-bulbar muscular atrophy using disease specific iPSCs, 4~ & % —,
Onodera K, Shimojo D, Torii Y, Ishihara Y, Doyu M, Okano H, Katsuno M, Sobue G, Okada Y, #f 57 [r]
A AR A=A R 2, 2016/5/18, [EH

Application of biomarkers for early-stage of spinal and bulbar muscular atrophy to clincal trials, ¥
{i, Katsuno M, % 57 [a] H KM RS, 2016.5/18-21, [E.

The effect of exercise in a mouse model of spinal and bulbar muscular atrophy, 7, Nakatsuji H, Katsuno
M, Kondo N, Tohnai G, Sahashi K, lida M, Sobue G, #; 57 [B] H A2 k4>,  2016.5/18-21,
[E .

Dissection of mechanisms of neuronal degeneration in polyglutamine disease, 7~ A % —, {EAGHEEAHR,
TR DS, FkFHE, A LR, BREH, BBERHER, AT T, 5 57 [A A AR AR AT RE,
2016/5/18-21, [EHN

Dysregulated Akt signaling pathway in spinal and bulbar muscular atrophy (SBMA), &A% —, fiiH
M, BREPHES, ERBEERRR, TbHE, dpkEse, BN ZH, HRIToT, % 57 [l A AR S
FHFRE, 2016/5/18-21, [EHN.

ERAFREME AR ZEHEIE O disease-modifying therapy DBHFSIZ ST, HEH, (ARJILIE, &5 57 [A1 0 A
BrRFiike YRV YL THRICREST 2 BAROAIEE « #REHH O Rz mIT T,
2016/5/21, [EN

R ZEMEMEA SR UAE & ATEAIBHEEZEPEAE, ABH, HEEH, 5 57 [ B AR E i 2 i
fifFge4s,  2016/6/1, [EWN

TETTMAE PR O I R 14 % 715 L 7= globular glial tauopathy @ 1 #IFafl, &A% —, S, =
v, B BEER, EHEM, 557 [\ B AR PSR a S i isie,  2016/6/1,

=F

iy

B fE A E O xF 9 5 KA i s AW B R Rl AT AL & I B3 L 7= Fatal posterior reversible
leukoencephalopathy syndrome @ 1 i, & A X — Wtti—, AFBEIR, HAHE, ==~V &
Wi, HHEEMH, RE&E, 5§57 B H AR PSRa i sis  2016/6/2, [EN

FROPE B 25T 2 M B IR A LIE OIREG, RR X — ==~ ¥ DNAREE, ix KRR
JC. ARATE. FIIUERE, AaR=, AE, SHEEBE, BRSEL, H57 B B ARMRRNE SR
SIS, 2016/6/2, [EHN

M7 I e A K BB AES « BESE & WM AER A 1T L7z 3 B, AAX—, SFEHBIT. &
JIRIE, AL, B HBRA, $RTE BB, obfdss. OHERIA, db)lG, ZHER, %57 [FA
AR P R FINITJE R, 2016/6/2, [EN

RHLHIBERE % FF & U7 200E 15 FOET T EMERRE  (PSP) @ 15, RA X — 7§
ERER T fiRR - AR, AILERE], AIE A, Bl = | BT, REIR ., ARARBA,
—E~Y, B, FHEEBE 57 5] H AR B PR a4, 2016/6/2, EN

Ji i PR T At 0 K UL PREEMEENIRAEALAE Tl T A e, #8538 10 45C 100 5l E - 7
WnE O LEEl, AR 2 — EWER, KB, SHEH, 557 8] H AR Pt 7k
4z, 2016/6/2, [EN



95.

96.

97.

98.

99.

100.

101.

102.

103.

104.

105.

106.

107.

108.

R E OFREE D H A D 1 Hfl, RAZ— SR, KELZ, SHEH, 557 1A
AP B e X 2T 782, 2016/6/2, [EX

HEENER DFIE 2 FETHIEICE -T2/ 8—F 2 Vi D 1 HIfl, RNAZ— FEREL, mifAk
k. DNEREHL, AR =, RAJIEME, HHEH, % 57 [ A AMRREY SR IR,
2016/6/3, [EHN

BRI B A RS = = — o AZHRVEE 2388 72 FTLD-MND OF|i ], RN A % — AR
fw], SR, HEM—, HHEEMH, 557 B QAR SRS FINNEE L, 2016/6/3, [H
o

TAGER) = = — 1 R OEMENZ Lo 7 FTLD-TDP O 1 5, KA X — FoERens, S
U, MR BIRRRS, ==~ B, B, RIER. SEHERL, 557 [ B AR
TR R AT i, 2016/6/3, [EY

MRI TIAH2 HEIRAE L DW TU R AROEE THERE T ZRO, N—F Y =25 L3
iE 22 5 U 7o BN E NMETR O — IR, AN A2 — BRAEF-. GRS SE, BIRIE, B, =~ v,
o HEM, % 57 [ B AN A S 2 I IS, 2016/6/3, [EN

FRAAMEMETTIE S AR R A 3l L7z 1 f51l, AR A & — . JEIHIERL, e, ZRR2EaR, i gt
T, RIERTE . EBRIR, =E b, alE, SHEM SEED . BREHEZ. U
57 [a] B AHit i Blop e 2 AT 282, 2016/6/3, [EIPY

VU AR AT & CKE & & LRRIR F1, ZERE LT v o R—U A3 gEbirz 1 4,
WAL — EHHEFRK, SFEHIT. HE, FHERIL, ==~-v, EHEMH, 557 Bl B AR
BRI IE %, 2016/6/3, [EX

2 7B~ 7 v 27w R, AEE, (AL Jn, Bl (WFERRARY)
Jibh 22 oS 7 AL L ERENERIE 5 4 [RIBEEE - 5 2 BIAATEEEATZE Y R U — |, 2016/6/3,
o

P BRF R IPS MG &2 W o AR AEMER B O oy TR BB OfifMT, RER, AR X —, [MHEEFE, /)
BpSp—pl, FPIRHH, OHEREDG. EHEY. BIPHE, 000, MBS, B ke
AT ERAL LREFMERI ) 5 4 RIBEE R, 2016/6/4, [EHN

Establishment of in vitro FUS-associated Familial Amyotrophic Lateral Sclerosis Modelusing Human

induced Pluripotent Stem Cells,7~ A % — Ichiyanagi N*, Fujimori K¥, Yano M", Ishihara-Fujisaki C, Sone

T, Akiyama T, Okada Y, Akamatsu W, Matsumoto T, Ishikawa M, Nishimoto Y, Ishihara Y, Sakuma T,

Yamamoto T, Tsuiji H, Suzuki N, Warita H, Aoki M, Okano H", ISSCR2016, 2016/6/24, [E4}+

Potential therapeutic targets in polyglutamine-mediated diseases, Katsuno M, International Asidan

Symposium on Asida River/Japan, 2016/7/1-2, [E M.

Neuropathology of centenarians. 7~ A % — Yoshida M, Mimuro M, Iwasaki Y, lwase T. 11™ European

congress of Neuropathology Bordeaux 2016/7/6, [E4}+

Dysregulated Akt signaling pathway in spinal and bulbar muscular atrophy (SBMA), ~A % —, fiH

M, BEPHES, VERGEERRR, PbHE, dpkEse, BN, AT, % 39 A B AR
=, 39 [al H AR A RS, 2016/7/20-22, [E.

PRENE DIFRBIZ LD S TRIRBR%E PR AMEMEREAE 2 Hhoie, EWN, AL oo, BAVEMIE A

MODHEFHIEEOEE Y, 2016/7/30, EH

20



1009.

110.

111.

112.

113.

114.

115.

116.

117.

118.

110.

120.

121.

122.

123.

124.

PRRTEA - R L RNA RSB R EE, N8, REEA, 5 46 BT ENE I — (Bv v
a VRGBT RNA &R | 2016/7/30, EIN

T AREIZ K DR T F I PR OIREREAT L IRIRBRFE O FIREME, R A X —, HHE L,
FIR. KRHEBIM, SIREL, A, M)A, ERY, MERe, MY, FH1E57 7 A
TS, 2016/9/6, [EN

Visualization of tau protein accumulation and neural network breakdown with aging and dementia, 158,
#AQJL  JT, Brain Connects 2016, 2016/9/24, &4}k

iPS M 2 F N oA AR & PRI RIS, TR RET, VAT, 95 IR AR BRSEAR
£ 2016/10/1, [EHM

iPS f A 7o 0iR - ARBRBITZE, R T A - ARRER, MEYEE, 3 HYA e
7 4 —HF%ES%, 2016/10/14, [EN

b MiPSHilaZ W= —a~v A% o2 7 —F T VOME, RAX—, HP/EE, TRHRH, F
FREIR, SRR, PHHfEL, EHY. KREPERE], MEFRZ. A BRER, MEBEE, 531 EA
KEEEAE A A IS, 2016/10/14, [EN

EARPERIFR A FBIZ %95 CRISPR/Cas9 12 & % 7/ AREETRIE O RIREME, R A X —, HAFE N,
R, REBA, S5 0R0, PEEL, M)I4aF=E, EBES KEFERE], A BER, [ HEE,
55 31 [a] B AR TANVEL P SN AR 2%, 2016/10/14, EN

PR ZE PR B D FEERTINRE & el OB %S, BEEPHES, HARNFEL S B0 RS 66 14
JEHE#BS, 2016/10/16, [EWN

Alternative splicing in neural stem cells, 158 REFE A, KEET, MEFHZ, 5 39 B H A T4
F2 (VURT T LA =TS A Y —) |, 2016/11/30, [EN

LB —/MATRIERHE O & ERR  BRARER OR B R) 1 , DA, SHEE, 55 35 [5] H AGR
HUE T2 T4, 2016/12/1, [EN

IKERREEFE S B b iPS AL H SeA R AIBR AL DL 5 2 D B, RA X —, 22500, i
HARLIZS NP —p, TR, B = o XPEM ., BBEPRES . %, R0, MEFses .,
[l FHYEYE, 55 39 [B] H ARGy AW vafas, 2016/12/1, EN

T AREIZ K DR T Z I IR OIREREAT L IRIRBRFE O FIREME, R A X —, HHE L
FIR, KHEPM, ERIEL, 5808, MG, EEY, MERe, MEEE, %39 BHAA
YRS, 2016/12/2, EN

FRREMIRBETT BT DX 7 0 ) AR L ZOFEROIERNE, BNZH, BERESR, E7
SLBR, VERGHERRDS, drpkE e, kA, M, 000, # 39 B A AR FAMTFRFS, N
>7 ¢ 3k, 2016/11/30-12/2, [EN

B MIPSHlEZ Wi ma— v AX a2 T —(f A=V F, RAX—, (R, PSR, T
FIRHG, JEHEY, M¥sez, [MEEY, 5 39 [bH AN FEwTafa, 2016/12/2, [EN
PSR JLAY TIPS MR 2 P 7o AR S MR R O 4y FIR R OfigdT, PEA, [ BV, NEFSE—R. OF
FRETE, TPIRHG, EHEY, BB, AT, MBSy, Frisil [z X < Bk,
CERAESIE) 5 5 RIBEE &, 2017/1/14, EN

PR OTERMF RO BUR & kRS BRAFSEMER, ZMEIE (SBMA) & i ZEmia P IR 5k i SE (ALS)
DIRER - LU A NUBENS, QEE, RIL Jt, AARBKRBRFEE 8 I ESKRE,
2017/1/28, [EWN

21



25. TR FAY iPS M 2 FH 72 BRI R 5 ZEMAE O REARIA « TRIRIEIRIR D72 8 DRI o~
AT LOBRFE, AEA, L Jn, [MEPEE, [HAEIPS] BE fEE <3 2017/212, EN
126. AR SRAY IPS MG 2 FH T BRFF BEVE ) ZEMAAE OFNREARI « TRIRIEIRIR D 723D DR =AM~

2T LOBRRFE, DEA, AL oo, [MEEEE, SERRE IPS MIla 275 M L 72 SR SRR I £
2 2017/2/24, [HN
127. Reconstruction of Denervated Muscles Using Motor Neurons Derived from Mouse ES Cells, " AZ % —,

Shinkai H., Niwa S., Kurimoto S., Okada Y, Hirata H, 2017 annual meeting - Orthopaedic Research Society,
201773, [E4s+

(3) TEER & OFF « Hefrdahittz ) (x4 20 A

1. ALS OIREOBURIZOWT, AL i, HA ALS BaEmRS5mke, 2014/6/1, [EN
2. PRIBFFELAYIPS M A 7oA BAESE, PV, 1 7T 2 —< A = ARAEEY
— 27 va v [HAERZE VR A~—HiaE &R EO R RR—] , 2015/2/24, [EWN.

3. iPS HMfu A HIW 7ok FRAE & it FBF SR, [MHEEEE, SBMA o 5 3 HIERE I —,
2015/5/16, [EN

4. ALS OBURIZHOWT, ML J6, HA ALS HaZmRsGike, 2015/6/7, [EN
ALS JHIKZEH] - 1RIIEBR OB A L Y, AT Jt, HAR ALS AN 30 A&y
BIFETE, 2016/5/28, EWN

6. ALSJRRZTH - IBIEHIE OB A L RS, AT I, ALS HaEmsiimings,
2016/6/5, [EWN

7. WE LRI EOEA L MRREEEE - FREVERIE, AL o, THIA 7S = A [
FBEL LAWY F 13 [EEE, 2016/6/29, [EN

8. Z U NUBHEAEFIE, ML T, FriiEs [ 777 XA~ EROAIK] TRAEE O
HLOXLEDETAZLR [ODFNTAHL D T A~v LAY L EREOAREGFE R,
2016/8/10, [EN

9. FRERHEEF - FREVEDRATR 16 L FHHAD S LT, BEHEE, 5120 4 HERKFER—LD 2
> 7T 4, 2016/10/15, [EWN.

10. [ HPEF, ES D, iPS a2 72 it A & A B gE . R AR S A= R Bl
s, 2016411 H 15 H

11. MoB(L L RBEVE TP, AL o, WMEZZA0 %t % — RAKME (45 RAF
BT DM E Z 2 ADRKR O EERETRR, 2017/1/29, [EHWN

(4) Fririka
L

22





