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Thgldevelopment of disease- modifying therapies for progressive myoclonus
epilepsy
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The juvenile-onset dentatorubural-pallidoluysian atrophy (DRPLA) presents
progressive myoclonic epilepsy (PME). Kaempferol, a kind of flavonol, have a wide range of
pharmacological activities. In this study, we investigated the effectiveness of kaempferol in the
cell and mouse models of DRPLA. Kaempferol decreased the expression of the mutant atrophin-1. The
expression of the autophagic marker LC-3 Il and phosphorylated beclin-1 was significantly elevated
in the cells after treatment with kaempferol. Kaempferol also decreased the expression of p62.
Kaempferol was administrated every day at the doses of 10 or 30 mg/kg to the DRPLA transgenic mice
carrying the full-length human atrophin-1 with Q113 via oral gavage from the early stage.
Unfortunately, kaempferol did not demonstrate any behavioral changes in the mouse model. These
findings demonstrated that kaempferol induced autophagosome formation and enhanced the preferential
degradation of the disease-causative proteins.
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Perampanel improves the epilepsy phenotype by the phosphorylation of GIuAl in the DRPLA transgenic mice

62

2021




Emodin alleviates SBMA phenotype via down regulation of androgen receptor
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Emodin alleviates the spinal and bulbar muscular atrophy phenotype via down regulation androgen receptor.
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