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Study on neurological disorder caused by ganglioside-deficiency and therapeutics
by glycolipid supplement
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We clarified that B4galt5 and B4galt6 genes were responsible for
Lactosylceramide (LacCer) synthase in the initial biosynthetic step of gangliosides abundantly
present in the brain. Neuron-specific B4galt5 and B4galt6 double-deficient mice died before 4 weeks
of age with growth retardation and ataxia. The ganglioside-deficiency caused immature neurons and
reduced signal transduction through NGF. Furthermore, axonal and myelin formation were remarkably
impaired in the spinal cord, resulting in motor ataxia. We could elucidate important functions of
gangliosides in the nervous system.
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