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Amyotrophic lateral sclerosis (ALS) is a fatal motor neuron disease.

Selective deficiency of edited adenosine deaminase acting on RNA 2 (ADAR2), a key molecule in the
acquisition of Ca2+ resistance in motor neurons has been reported in sporadic ALS (SALS) spinal
motor neurons. ADAR2 activity is positively regulated by prolyl isomerase Pinl, a known
phosphorylation-dependent peptidyl-prolyl cis/trans isomerase. In sALS, neurons expressing high Pinl

levels had TDP-43 inclusions, a pathological marker of ding motor neurons, more frequently than
those without high Pinl expression. These results suggest that the higher Pinl expression in motor
neurons with TDP-43 pathology from sSALS patients may represent a compensatory mechanism.
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