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Is viral infection involved in ALS onset?
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Amyotrophic lateral sclerosis (ALS) is a fatal neuro-degenerative disease
characterized by systemic and progressive muscle weakness from loss of motor neurons in the brain
and spinal cord. Genomic analysis of several patients with familial ALS showed that they have
loss-of-function mutations in their optineurin gene (OPTN). OPTN was also shown to be 1involved in
autophagy and the transcriptional activity of nuclear factor kappa B (NF-kB). However, the mechanism

by which OPTN mutations cause ALS remains unknown. In this study, we analyzed the relationship
between OPTN and interferon beta (IFNb), which plays a central role in innate immunity, using
Optn-knockout (KO) mice, mouse embryonic fibroblasts (MEFs), mouse brain cells and human fibroblasts
isolated from OPTN-ALS patients.
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