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WFZeRk R OBEE (JE3C) © An aim of this study is clarify molecular pathological mechanism of
Wernicke’s-like encephalopathy which we first identified in 2009. Wernicke-like encephalopathy is
autosomal recessive inherited neurological disease due to SLC19A3 gene mutation encoding thiamine
transporter 2. Clinical characters of this disease are similar to Wernicke encephalopathy caused by
thiamin deficiency. SLC19A3 transgenic mice was generated to investigate brain glucose metabolism
using positron emission tomography(PET) and biochemical thiamine metabolism in primary neuronal
cell culture system. Homozygous transgenic mice with a mutation in SLC19A3 gene were dead at a late
embryonic stage. There was no difference in brain glucose metabolism between the heterozygous mice
and wild mice. In the process of investigation, we report some novel findings in the functional brain
analysis and molecular cellular model in hereditary neurological disease including amyotrophic lateral
sclerosis, Parkinson’s disease and et al. Functional brain imaging in heterozygous mice under thiamin
deficiency and biochemical analysis of brain tissues in homozygous mice are in progress.
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