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Elucidation of the causative neural circuits in Dystonin conditional mice
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The Dystonin gene (Dst) is responsible for dystonia musculorum (dt), an
inherited mouse model of hereditary neuropathy accompanied by progressive motor symptoms such as
dystonia. We examined Dst-deficient mice that showed motor abnormalities in homozygous
dt23Rbrc/dt23- Rbrc mice are not as severe as homozygous DstGt/DstGt mice.Histological analyses
showed abnormal neurofilament(NF) accumulation in the nervous system of homozygous dt23Rbrc/dt23Rbrc

mice, which is characteristic of the dt phenotype. We mapped the distribution of abnormal
NF-accumulated neurons in the brain and found that theywere located specifically in the brainstem,
spinal cord, and in regions such as the vestibular nucleus, reticular nucleus, and red nucleus,
which are implicated in posture and motor coordination pathways. which causes histological
abnormalities in the central nervous system that may account for the abnormal motor phenotype.
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