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Elucidating the mechanism of abnormal protein aggregation in sporadic inclusion
body myositis by single molecule nanoimaging
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In this stud¥, myoblasts were harvested from sporadic inclusion body
myositis (sIBM) patients during muscle biopsy, and a total of six lines were stocked during these
two years. Cellular stress was applied to human skeletal muscle using
electro-pulse-constriction-culture-system (EPS) which reproduces long-lasting muscle contraction.
Analysis was performed by RNA sequencing using cells before and after contraction stress. The
characteristics of the co-culture system (EPS culture) were reported in an international journal. In
addition, TDP-43, which is a component of the aggregates, is labeled by single-molecule
nanoimaging, and the presence or absence of aggregate formation before and after EPS culture was

evaluated. Furthermore, analysis of the myoblast specific proteasome deficient mouse revealed that
p53 is important for the maintenance of myoblasts pool.
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