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Abstract, I lear and intrac I ic aggregates of filaments with tubular oy
Lo R 3 ISR <5\ INY
sirictures and transverse siriations occurred in muscle tissues biopsied from a %Et)%ﬁﬂbﬁ E I
parient with chirenic polymyositis. The filamenous tubules bear a close resem-
blance 1o the incomplete form of myxevirus in which the envelope is missing. £ 4

Three biopsies from the same patient, taken during a period of 1V years, all
revealed these structures. This finding provides presumptive evidence that a chron=

ic persistent viral infection may be involved in the pathogenesis of chronic poly-
myositis.
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Pluk et al., Ann Neurol. 2013
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Rothwell et al., Arthritis Rheumatol. 2017; \ =y k(i Greenberg et al., Brain 2016
Oyama et al., PLoS One 2020

effector

memory T KLRG1: killer cell lectin-like receptor G1
LRI @IE =S Greenberg et al., Brain 2019
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<Cytosolic 5’-nucleotidase 1A: cN1A (NT5C1A)>

B £ HlRREED. BRMCE<HEER
B BE: AMPZ R, BN CTOKEENHEICRES
cN1A
AMP #} Adenosine + Pi
<ﬁCN 1Aﬁ4*> Anti-cN1A Reactivity
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Larman et al., Ann Neurol. 2013;73:408-418.; Pluk et al., Ann Neurol. 2013;73:397-407
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ESiss : 6%)
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Tawara and Yamashita et al., Ann Neurol. 2017; Yamashita et al., Clin Exp Neuroimmunol. 2017; Amlani et al., Front Immunol. 2019
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Amyloid-g Deposition in Skeletal Muscle of Transgenic Mice Over-Expressing the C-99
Transgenic Mice Fragment of BPP with an a-Secretase Site Mutation|

Possible Model of Inclusion Body Myopathy Develop a Myopathy Similar to Human Inclusion

[ i sy ; Body Myositis
Nl g g
L wr $h
- a R 4 !
x 3 =1 . -
. 4 \ e \

e c

e - Fl
Fukuchi et al., Am J Pathol. 1998 Strazielle et al., J Chem Neuroanat. 2004

Primary over-expression of ASPP in muscle does not lead to the
development of inclusion body myositis in a new lineage of the
MCK-APPP transgenic mouse

Transgenic expression of B-APP in fast-twitch skeletal
muscle leads to calcium dyshomeostasis
and IBM-like pathology
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1 Sarcoplasmic/endoplasmic reticulum calcium ATPase 3 625 o e
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3 Calequestrinl 409 reticulum calcium ATPase 3
4 GTPbinding protein 2 385
5 Beta-actindike protein 2 3585 o ~ = S
R b a7 o Calsequestrin-1 BRILZDLEY
7 Nucleosde diphosphate kinase A 29
8 Mepterienlcmseacans shukaake o) &> Protein disulfide-isomerase A6 DF>v/RO> (MIKRE - /\fadk)
Phosphorylass b kisase mgulatory mibunit bota 29
10 SPARCrelated modular calium binding protein 2 29 . = L= N, e
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22 E3 ubiquitin-protein ligase TTC3 237
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24 Phosphorylase b kinaw gamma catalytic chain, skelotal muscle 237
isoform
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