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Dravet syndrome results from various mutations of SCN1A, the gene encoding al

subunit of Nav1.1 channel. Microdeletion of chromosome including SCN1A leads the

most severe phenotype of Dravet syndrome. We have successfully genetically

engineered mice bearing a heterozygous microdeletion of Secnla, the mouse homologue

of human SCN1A. The mice exhibited severe convulsions and epileptic discharges on

Electro corticogram during 4 to 8 weeks of age. We are now examining effects of
NKCC1 inhibitors on the development of the phenotypes whether the inhibitors can

exert a prophylactic effect. Also, we are examining the neuro-electrophysiological

characteristics of the mice using the slice patch clump method on brain. Primary

culture of neurons of the mice are also has been implemented.
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