Supplementary Figures
[image: ]
Figure S1: Evaluation of TARDP gene expression analysis in iCMs and TDP-43 nuclear and cytoplasmic staining in iPSC lines. a. qRTPCR analysis of TARDBP mRNA expression in Day 45 iCMs. b. The percentage of the nuclear and c. the ratio of cytoplasmic to nuclear TDP-43 protein immunoreactive signal in healthy and patient iPSCs. 6 randomly selected regions were analyzed for each experiment. 

Supplementary Tables
Table S1. Demographic and clinical information of ALS patients, healthy individual and isogenic control to derive the iPSC lines used in the study.
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Table S2. List of qRT-PCR primers
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Table S3. List of antibodies
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Gene Name

Primer Sequences

CTNT-F TTCACCAAAGATCTGCTCCTCGCT
CTNT-R TTATTACTGGTGTGGAGTGGGTGTGG
MYH6-F GGGATAACCAGGGGAAGCACCAAGA
MYH6-R TGCCTCCCTCCCGGGACAAAAT
MYH7-F TTGAGTAGCCCAGGCACAGCCAT

Cardiomyocyte MYH7-R TGCCACCCTCTCGAGACACGAT
RYR2-F GGAGCCAGTGTCATCCACCA
RYR2-R CAGGTGGCTGAAAGAATGAGCA
CACNA1C-b-F CCAGGCTCCACGACTTCACA
CACNA1C-b-R GGCCTTTCTCGAGGGTGAGA
SLC8A-1-F GCCAACCTGTCTTCAGGAAGG
SLC8A-1-R CGTCTGCAATGGTGATTACAGT
GAPDH-F CGGAGTCAACGGATTTGGTCGTATTG

Housekeeping
GAPDH-R GCTCCTGAAGATGGTGATGGGATTT
ATR-F TTACAATGAGGCTGATGCGT,

DNA Damage Response [, rp o ACATGGGTCTTGGCCTTTT
CHOP1/DDIT3-F CCTCCTGGAAATGAAGAGGAAG

ER Stross CHOP1/DDIT3-R GTTTCCTGGTTCTCCCTTGG
XPB1-F TGCTGAGTCCGCAGCAGGTG
XPB1-R GCTGGCAGGCTCTGGGGAAG
ATP5A1-F CTGAGTTGCTGAAGCAAGGA

Mitochondrial ATP5A1-R CTTGCTGGGCTCCAGTTT
SIRT3-F CCCTGGAAACTACAAGCCCAAC
SIRT3-R GCAGAGGCAAAGGTTCCATGAG
SIGMAR1-F GGATACCATCATCTCTGGCAC
SIGMAR1-R GTACTCCACCATCCATGTGTT

ALS-Related
TARDBP-F GTGTATGAGAGGTGTCCGGC
TARDBP-R TTTCCATGGGAGACCCAACAC
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Antibody type Antibody Brand Number Dilution
Anti-cTNT Invitrogen MS295P 1:500
Anti-cTNI Abcam Ab47003 1:500
Primary Antibodies Anti-pATM (Ser1981) Invitrogen MA1-2020 1:750
Anti-TDP43 Protein tech 10782-2-PA 1:500
Goat Anti-mouse Alexa N X
Fluor 568 Invitrogen A11004 1:500
Goat Anti-mouse Alexa X
Fluor 488 CST 4408S 1:750
Goat Anti-mouse AleXa | - yjoecyjar Probes A11003 1:500
Fluor 546
Secondary Antibodies | GO ANt-abbILAlSXE |1k Probes A11010 1:200
Fluor 546
Goat Anti-mouse AleXa | e jar Probes A21050 1:500
Fluor 633
Goat Anti-rabbit Alexa )
Fluor 488 CST 44128 1:500
Goat Anti-rabbit Alexa X
Fluor 647 CST 44148 1:1000
DAPI (4',6-diamidino-2- y X
Nuclear Stain phenylindole) Sigma D9542 1:1000
Hoechst 33342 Sigma 14533 1:10000





