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Why is the expression level of BTBD10 in the ALS motor neuron declined?
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Amyotrophic lateral sclerosis(ALS) is a fatal neurodegenerative disease with both
upper and lower motor neuronal death. We previously reported that BTBD10, an Akt activator, suppressed
ALS-related neuronal cell death. In this study, we focused on the role of BTBD10 in ALS and observed that
reduction of expression level of BTBD10 using siRNA leads to caspase dependent cell death in motor
neuronal cell line. We also observed neuronal cell death and a locomotive defect in C. elegans lacking
BTBD10 gene. Compared with wild type littermates, the expression level of BTBD10 in the surviving motor
neurons in spinal anterior horn was declined in G93A-superoxide dismutase 1 transgenic mice. We compared
the number of BTBD10-positive motor neurons in spinal cord between sporadic ALS(SALS) patient and non-ALS
control. We also observed the number of BTBD10-positive motor neuron was significantly decreased in the
surviving motor neurons in the lamina 9 of SALS cases.
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