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Therapeutic approach for ER stress in the pathogenesis of ALS
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We have established iPS cell lines derived from sporadic and familial ALS (SOD1,
FUS, and MATR3 mutations) patients. We induced these iPS cells into motor neurons, and examined the
expression of endoplasmic reticulum (ER% stress-related molecules. In this experiment, some of ER
stress-related molecules including ER chaperones, transcription factors, and pro-apoptotic factors were
upregulated in the mutant FUS-expressing cells. However, a few molecules were affected uniformly in the
different types of the FUS mutations. A further examination would be required to confirm the results. We
also needs to consider limitations under the experiments using iPS cells, such as variability among iPS
clones and developmental condition into motor neurons.
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