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Experimental study on functional pathology of dystonia
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In the mammalian striatum that plays a central role in the basal ganglia
circuit, there exist two functional subdivisions known as striosome and matrix compartments. During
the last 3 years, we found a selective loss of dopamine D1 receptor (D1R)-mediated signals in the
striosome compartment in transgenic mouse and human disease models with dystonia. Moreover, we
provided the evidence that striatal neurodegeneration causing dystonia might be associated with a
lack of striosomal expression of neuroprotective molecules that include neuropeptide Y and
postsynaptic density protein 95 (PSD-95). These findings corroborate with the hypothesis that
deregulation of D1 signaling in the striosome compartment may underlie the genesis of dystonia.
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