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i _ Paroxysmal kinesigenic dyskinesia (PKD) is a neurological disorder_
characterized by motion-triggered attacks of involuntary movements. Mutations in proline-rich
transmembrane protein 2 causes PKD in a loss-of-function manner; however, it was unclear which

PKD

region or molecular mechanism is responsible for PKD. In this study, we elucidated that PKD-related
Prrt2 mutation resulted in excessive evoked dopamine release in the mouse striatum. Moreover, L-dopa
administration exacerbated motor impairments and increased frequency of the dopamine release in the
Prrt2 mutant mice, compared to those in wild-type mice. These results suggested that increasing

frequency of the dopamine release by L-dopa injection may be related to development of Prrt2-related
motor phenotype. Thus, the nigrostriatal dopaminergic pathway may be partially implicated in PKD

pathology.
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Proline-rich transmembrane protein 2 knock-in mice present nigrostriatal dopaminergic hyperactivity and increased
susceptibility to L-dopa-induced motor deficits.
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