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Dystonia musculorum (dt) mice have a loss-of-function mutation in the

Dystonin (Dst) gene, which encodes a cytoskeleton regulator. Dt mice show movement disorders, such
as cerebellar ataxia and dystonia, as well as sensory neuropathy. Since dt mice die around four
weeks old, we investigated why they show growth retardation and die at premature stage. We observed
neuronal cell death in the trigeminal motor nucleus (Mo5 nucleus). We also report atrophy and weak
contraction of the masseter muscles in dt mice by histological analyses and electromyographic
recording, which are innervated by Mo5 motoneurons. Taken together, our findings strongly suggest
that mastication in dt mice is affected due to abnormalities of Mo5 motoneurons and masseter
muscles, which is one possible reason of growth retardation at the post-weaning stages. In addition,
we observed reduced proliferation of oligodendrocyte progenitor cells in the brain of dt mice.
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