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PAD2 Dysregulation and Abnormal Protein citrullination in ALS disease models
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Abstract Protein citrullination is increased in SOD1G93A Citrullinated proteins forms non-astrocyte
and PFN1C¢71G ALS mouse models aggregate patterns in SOD16%3A and PFN1¢716
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and PFN1¢716, and in human ALS spinal cord. We show that PAD2 gene expressions and Protein citrullination increase in astrocvtes in
prOtem citrullination are increased along ALS progreSSion- These changes occur in areas y Fig. 8 Double immunofluorescence staining in the white matter of nTg and both ALS mouse models at paralysis
with the most severe motor neuron degeneration including the spinal cord, and brainstem. SOD16%3A and PFN1¢71G ALS mouse models stage for A. GFAP and citrullinated proteins. Arrow shows non-astrocyte aggregate patterns of citrullinated

We show that the increase in PAD? and citrullinated proteins oceur specifically in A =2 — T proteins B. C46F and citrullinated proteins. Arrowhead shows colocalization of SOD1 aggregate with
astrocytes, while decreasing in neurons. Citrullinated proteins also form non-astrocyte °--
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citrullinated proteins. C. pPFN1 and citrullinated proteins. Arrowhead shows colocalization of pPFN1 with
citrullinated proteins. NB. Lower panels are magnified images of middle panels
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