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GGGGCC RNA ALS in vivo

Establishment of a novel animal model of ALS expressing GGGGCC repeat RNA in
Drosophila, and analyses of its pathogenic mechanisms
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Amyotrophic lateral sclerosis (ALS) is a devastating disease with movement
disorder characterized by degeneration and loss of motor neurons. Recently, an abnormal expansion of
GGGGCC repeat in the untranslated region of CI90RF72 gene has been found to be responsible for familial
ALS. However, its molecular mechanism leading to ALS pathogenesis remains unclear. To elucidate the
pathogenic mechanisms of ALS caused by an expanded repeat, we had established a novel Drosophila model of
ALS expressing the GGGGCC repeat RNA. Next, we found that one of the causative gene of ALS, FUS
genetically interacts with GGGGCC repeat, indicating that FUS contributes to pathogenic mechanisms of ALS
related to GGGGCC repeat expansion.
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