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Elucidating the molecular pathology of inclusion body myositis using novel
culture system and next generation sequencer
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As for sIBM, patient samples were collected and clinical information was
also collected at the same time. The significance of autoantibody pathology in patient serum was
analyzed bﬁ human serum and mouse experiment in collaboration with Kumamoto University. CD56
positive skeletal myoblasts from some skeletal muscles were collected and established from 8 sIBM
cases. RNA sequencing was performed on 4 cases of sIBM. Including comparison with 9 hereditary
inclusive body myopathies, disease-related reported mutations and rare variants were extracted. We
are also analyzing mice model based on proteasome dysfunction hypothesis.



(sIBM)

sIBM

sIBM

(J Neurol 2011)
DNA

heterogeneous nuclear
ribonucleoprotein (hnRNP)-Al
sIBM

Neurol Genet 2015

VCP  hnRNP

multisystem proteinopathy

hnRNPA1

pmsc4/Rpt3

J Cell Sci 2014 sIBM

sIBM
in vitro

RNAseq

siIBM

sIBM

sIBM

RNA
I1lumina
RNAseq

3

hnRNP-A1 iPS
sIBM
@D
sIBM
CD56
5
in vitro
(2
RNAseq
sIBM
MiSeq HiSeq
invitro
SIBM
(©)) iPS
sIBM hnRNPAL
0CT4, SOX2, KLF4, L-MYC, shP53
iPS
©)



PAX7-Cre
(5) sIBM
DNA
sIBM
(&Y) sIBM
sIBM
CD56
8

@

4 RNA

9

(3) hnRNPAl iPS

hnRNPA1
iPS

*

DNA

sIBM

sIBM

Orphanet J Rare Dis 2016

(Ann Neurol 2016)

Pax7Cre

5

Tawara N, Yamashita S, Zhang X, Korogi M,
Zhang Z, Doki T, Matsuo Y, Nakane S,
MaedaY, Sugie K, Suzuki N, Aoki M, Ando
Y.

Pathomechanisms of anti-cytosolic
5-nucleotidase 1A  autoantibodies in
sporadic inclusion body myositis. Ann
Neurol 2017;81:512-525.

Shibata S, Izumi R, Hara T, Ohshima R,
Nakamura N, Suzuki N, Kato K, Katori Y,
Tateyama M, KurodaH, Aoki M.

Five-year history of dysphagia as a sole
initial symptom in inclusion body myositis.
JNeurol Sci 2017;381:325-327.

Suzuki N, Mori-Yoshimura M, Yamashita S,
Nakano S, MurataKY, Inamori Y, Matsui N,
Kimura E, Kusaka H, Kondo T, Higuchi I,
Kaji R, Tateyama M, Izumi R, Ono H, Kato
M, Warita H, Takahashi T, Nishino I, Aoki
M.

Multicenter — questionnaire survey for
sporadic inclusion body myositis in Japan.
Orphanet J Rare Dis 2016;11:146.

Klionsky DJ, ...Suzuki N, ...Zughaier SM.
Guidelines for the use and interpretation of
assays for monitoring autophagy (3rd
edition). Autophagy 2016;12:1-222.

Suwa Y, Suzuki N, Soga T, Harada R,
Shibui A, Kuroda H, Izumi R, Tateyama M,
Nakashima I, Sonoo M, Aoki M.

Sporadic  Inclusion = Body  Myositis
Manifesting as Isolated Muscle Weakness of
the Finger Flexors Three Years after Disease
Onset. Intern Med. 2016;55(23):3521-3524.



2

1 2Ist International Congress of the World
Muscle Society 2016

Proteasomal proteolysis is indispensable for the
maintenance of skeletal muscle and muscle stem
cells

Naoki Suzuki, Yasuo Kitajima, Yoshitaka Tashiro,
Hiroya Ono, Risa Ando, Shion Osana, Aki
Nunomiya, Ryoichi  Nagatomi,  Ryosuke
Takahashi, Masashi Aoki

2 World Congress of Neurology 2017
Multicenter questionnaire survey for sporadic
inclusion body myositis in Japan.

Naoki Suzuki, Madoka Mori-Yoshimura, Satoshi
Yamashita, Satoshi Nakano, Ken-ya Murata,
Yukie Inamori,Naoko Matsui, En Kimura,
Hirofumi Kusaka, Tomoyoshi Kondo, Itsuro
Higuchi, Ryuji Kaji, Maki Tateyama,Rumiko
Izumi, Hiroya Ono, Masaaki Kato, Hitoshi
Warita, Toshiaki Takahashi, Ichizo Nishino and
Masashi Aoki

1
1. Yasuo Kitajima and Naoki Suzuki. Role of the
Ubiquitin-Proteasome  Pathway in Skeletal
Muscle. Springer Nature Singapore Ltd 2017. K.

Sakuma (ed.) The Plasticity of Skeletal Muscle.
DOI 10.1007/978-981-10-3292-9-2. P 37-54 (18

pages)

http://ww.neurol .med.tohoku.ac.jp/

@
AOKI, Masashi
70302148
®
SUZUKI, Naoki
70451599

WARITA, Hitoshi

30400245



