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Elucidation of the mechanism of dystonia development using animal model and
attempts to restore the symptoms
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In this study, we generated ?enetically engineered mice specific for the
muscle-type dystonin gene (Dst-b), which results in late-onset myofibrillary myopathy. These results
suggest the existence of an unidentified inherited muscle disease.

We further investigated the neural factors in dystonin mutant mice by generating conditional
knockout and conditional rescue mice. The results revealed that dystonin expression in peripheral
nervous system plays an important role in sensory neuron degeneration and the appearance of motor
symptoms.
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