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Elucidation of abnormal accumulation of DDX17 in motor neuron of ALS

Tada, Mikiko
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Growing evidences revealed that many common molecules exist in polyglutamine

aggregate-interacting proteins (PAIPs) and pathological proteins of ALS. In this study, we focused
on DDX17, which was previously identified as a PAIP (unpublished data). DDX17 is described as
functioning in transcription, splicing and ribosomal RNA biogenesis. We hypothesized that DDX17 is
implicated in pathomechanism of sporadic ALS (SALS). Therefore, we evaluated the subcellular
distribution of DDX17 in SALS. As the result of immunohistochemistry using anti-DDX17 antibody,
motor neuron of SALS cases showed diffuse immunoreactivity in cytoplasm and no immunoreactivity in
nucleus as those in control cases. Additionally, small granules are also observed in the cytoplasm
of motor neurons of SALS cases. Interestingly, these granules were co-localized with endoplasmic
reticulum (ER) marker GRP78 or PDI. Our results indicated that DDX17 was accumulated in ER in SALS
and were possibly involved in SALS pathogenesis.
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