Supplemental Table 1:

Primer sequences for qRT-PCR

GENE FORWARD REVERSE REF.
PGCla | TTGCTAGCGGTCCTCACAGA GGCTCTTCTGCCTCCTGA 27
PGC1B | CGCTCCAGGAGACTGAATCCAG CTTGACTACTGTCTGTGAGGC (54)
Tfam CCAAAAAGACCTCGTTCAGC ATGTCTCCGGATCGTTTCAC (82)
PPARYy | GGAAGACCACTCGCATTCCTT TCGCACTTTGGTATTCTTGGAG (83)
Nrf2 TTCCTCTGCTGCCATTAGTCAGTC GCTCTTCCATTTCCGAGTCACTG (84)
NQO1 | TTCTCTGGCCGATTCAGAGT GGCTGCTTGGAGCAAAATG (85)
NDI1 CCTTCGACCTGACCTGACAGAAGGA | GATGCTCGGATCCATAGGAA (82)
ND5 GCTCTACCTCACCATCTCTTGC TCCAGTATGCTTACCTTGTTACG (82)
COX1 | GGTCAACCAGGTGCACTTTT TGGGGCTCCGATTATTAGTG (82)
COX II | TGAAGACGTCCTCCACTCATGA GCCTGGGATGGCATCAGTT (83)
COX III | GCAGGATTCTTCTGAGCGTTCT GTCAGCAGCCTCCTAGATCATGT (83)
SOD1 CAGGACCTCATTTTAATCCTCAC CCCAGGTCTCCAACATGC (85)
SOD2 | CACAAGCACAGCCTCCCAG CGCGTTAATGTGTGGCTCC (70)
Catalase | CAGCGACCAGATGAAGCA CTCCGGTGGTCAGGACAT (85)
Gpx-1 | ACAGTCCACCGTGTATGCCTTC CTCTTCATTCTTGCCATTCTCCTG (85)
HO-1 GGTCAGGTGTCCAGAGAAGG CTTCCAGGGCCGTGTAGATA (85)
S18 GTTGGTGGAGCGATTTGTCTGG AGGGCAGGGACTTAATCAACGC (82)
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SUPPLEMENTAL FIGURE 1:  Staurosporine increases cell death in MN-1 cells

Staurosporine (STS), an apoptotic inducer was used as a positive control for caspase 3
activity in the fluorometric assay (for Fig. 1C). Parental MN-1 cells were exposed to
vehicle control or STS and treated with the pan-caspase inhibitor, z-VAD. STS resulted
in a 5-fold increase in caspase 3 activity that was blocked with z-VAD.
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SUPPLEMENTAL FIGURE 2:  Reduced SOD2 protein in MN-1 cells and mouse
tissues

AR-24Q and AR-65Q MN-1 cells (A) were either exposed to vehicle control or R1881
for 48 h. The cells were immunostained for SOD2 (FITC labeled; green), and Hsp60
(Texas-red labeled; red) with the nucleus counterstained with DAPI (blue). The images
show decreased levels of SOD2 and Hsp60 in the AR-65Q MN-1 cells. (B-C)
Representative immunoblots of 3-month old mouse muscle (B) and spinal cord (C) show
decreased levels of SOD2. The densitometric quantitation is shown in the histograms (N
=5 for each genotype per tissue). The error bars indicate SEM; *p < 0.05.
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