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Human mutant SOD1* is overexpressed in tissues-derived from ALS1 ratG%4 models and WT.
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Figure S1. A) Representative Western blotting analysis of the expression of naive SOD1 and human mutant SOD1* in
several tissues from ALS1-PreS, ALS1-EndS and WT rats. B) Densitometric analysis of the SOD1*, SOD1 and SOD1*/SOD1
ratio. Results are reported as mean + SD of three independent experiments. * p < 0.05, ** p < 0.01, *** p < 0.001. Details are
reported in the method and results sections in the main text.



Figure S2

Expression of Type I and Type III Collagen in ALS1-PreS, ALS1-EndS, and WT rFFFs.
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Representative immunofluorescences of Type I and Type III Collagen (anti- Type I and anti-Type III Collagen;
red), Nuclei (4',6-diamidino-2-phenylindole, DAPI, blue).



Figure S3

Osteogenic and adipogenic differentiation of rBM-MSCs from ALS1-PreS, ALS1-EndS, and WT animal
model.
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Representative images of osteogenic and adipogenic differentiation of rBM-MSCs from ALS1-PreS, ALSI-
EndS, and WT animal model.

A) Osteogenic differentiation - Alizarin Red staining showed the presence of calcium deposits in differentiated
stem cells that were absent in control undifferentiated counterparts. No differences were evidenced between
diseased and healthy control stem cells.

B) Adipogenic differentiation — OIL Red staining revealed the presence of lipid drops in deposits in
differentiated stem cells that were absent in control undifferentiated counterparts. No differences were
observed between diseased and healthy control stem cells.



Figure S4

Western blotting of CatD, CatS, and CatB in ALS1-tissues, -rFFFs, and -rBM-MSCs
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Representative Western blotting of CatD, CatS, and CatB in tissues (A), rFFFs (B), and rBM-MSCs (C). See
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Figure 5, 6A,6B in the Results section and Method section in the main text for details.



Figure S5

Schematic of Lysosomes quantification workflow
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Representative workflow for quantification of lysosomes size. For each fluorescence image (A), stained cells were
evaluated (B). Both Lysotracker and FITC-Dextran allow us to mark specifically the lysosomes. Before quantification,
images were pre-processed (C; see method section 2.11 main text) and where threshold with “Auto Local threshold”->
“Phansalkar” (D). The binary images were used for lysosomes size measurement in FIJI with the “Analyze Particles” tools
and “Size (pixel*2)” parameter set to “50-Infinity.



Figure S6

Expression of LAMP1 in the Lysosomal (L) and Cytoplasmatic (C) fractions of rFFFs and rBM-
MSCs from ALS1-PreS and ALS1-EndS animal models
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Expression of LAMP1 (ABCD) in subcellular fractions of rFFFs and rBM-MSCs from ALS1-PreS and ALS1-EndS animal
models. Representative Western blotting analysis of LAMP1 in ALS1 and WT cell fractions. C,D) Densitometric analysis
of LAMP1. Results are reported as the mean+ SD of three replicates for each sample. *p < 0.05, **p < 0.01. L, lysosomal
fraction; C, cytoplasmatic fraction. See Section 2 in the main text for details.



