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Molecular Pathogenesis of Familial Amyotrophic Lateral Sclerosis
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WFZERC R OMEE (F3L) : Recently, specific point mutations in C—terminus region of TLS
have been identified as a cause of familial amyotrophic lateral sclerosis (FALS) type6.
TLS with ALS-related point mutations are prone to aggregate and TLS—deficiency is
correlated with defective RNA splicing of specific sets of RNAs. Our iCLIP analysis of
TLS-deficient mouse brain and mass spectrometry analysis of TLS—protein complex have
indicated that TLS—-deficiency may induce mitochondrial stress responses and aberrant RNA

metabolism in neurons.
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