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Spinal bulbar muscular atroth (SBMA) is a slowly progressive lower motor
neuron degenerative disease that occurs in males in their 30s to 50s. Although motor neuron
degeneration has been considered the main pathogenesis of SBMA, skeletal muscle itself or skeletal
muscle-induced neurodegeneration has been suggested, and elucidation of skeletal muscle pathology
has been expected. In this study, we developed a culture method to rapidly and efficiently induce
the differentiation of human iPSCs into skeletal muscle, and differentiated SBMA disease-specific
iPSCs into skeletal muscle for pathological analysis. As a result, it was found that skeletal muscle
derived from SBMA patients exhibited pathological conditions such as increased expression of genes
involved in muscle differentiation and decreased expression of fast-twitch muscle markers,
suggesting the involvement of the muscle pathology in SBMA.
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