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Sample size was determined based on previous reports or similar studies in this field. Sample size for in vivo experiments were determined as
reasonable number of animals in which statistically significant differences were observed between groups.

No data was excluded.

All replication attempt were successful in western blot, IF, and in vivo experiments. All For final quantification, all samples were

quantified for a minimum of three samples.

All experiments were performed with randomization when necessary. Mice were randomly grouped with age, gender-matched littermates
prior to injection. Cell counting images were selected randomly

All data analysis were performed in a blinded manner.

The following antibodies were used in this study;

pan-SOD1 (GTX100554) was purchased from Genetex (California, USA).

Misfolded SOD1 specific antibody (B8H10) was obtained from MediMabs (Montreal, Canada).

Actin (sc-1616), GST (sc-138), GFP (Green fluorescent protein; sc-8036) were purchased from Santa Cruz biotechnology (Santa Cruz,
CA, USA).

TDP-43 antibody (10782-2-AP) was obtained from Proteintech (Rosemont, IL, USA).

Anti-FLAG (Sigma; F3165) was provided by Sigma Aldrich (St, Louis, Mo, USA).

HRP-conjugated goat anti-mouse, goat anti-rabbit and mouse anti-goat antibodies (Pierce, Thermo Fisher Scientific, Inc., Rockford, IL,
USA) were used as secondary antibodies.

All antibodies used were validated by the respective commercial source for the application used in this manuscript

HEK293 cells (ATCC, American Type Culture Collection).

SK-N-SH, SK-N-MC (KCLB, Korean Cell Line Bank).

Human fibroblast cell (9-year-old female, Coriell Cell Repositories)




