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Establishment of ALS model by artificial RNA-binding proteins related to ALS
proteinopathies.
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The aim of this study was to generate a novel ALS model, knocked-in mouse of
artificially designing cDNA harboring with the characteristics of the ALS causative genes causing
ALS and introducing into the ROSA26 locus to examined their cytotoxicity in vivo.
We were able to obtain a line of ALS artificial gene knock-in mice. Currently, we are planning to
breed them. On the other hand, from the analysis of our established ALS model mouse ( NLS-FUS
transgenic), we found that a wide variety of splicing changes were observed in the brain and spinal

cord and also that semaphorin 3G, which is required for synaptic plasticity, was upregulated in this
mouse.
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