a 3 7 GM03816
(330/380) T
Relative 2 1 J'
levels of
FXN
mRANA 1 - -
0 T 1
CM-PO BNA-2
o _a o a O _a o a
R : b : < : R :
& & ¥ g & ¥
b N & N Ny NS
— S m— e — i —
—_— " T = e e a— e
FAQ4111 FAQ4676 FA06327 FAQ0130
C
37 FA04111 3 7 FA04676 3 FAOB327 FAQ0130
(380/454) (678/678) (397/507) (136/454)
Relative 5 .
levels of 2 7 2 1
FXN
protein 1 4 |_| 1 |_| 1 |_| |_|
0 T .0 T 10 T T 1
CM-PO BNA-2 CM-PO BNA-2 CM-PO BNA-2 CM-PO BNA-2

SUPPLEMENTARY FIG. S3. Effect on FXN expression of adding BNA-2 (12.5 nM) to homozygous FA patient-derived
cell lines or a cell line derived from a heterozygous donor. (a) Activation of FXN mRNA expression upon addition of
12.5nM BNA-2 (n=3) in GM03816. (b) Western analysis of FXN protein expression in different FRDA cell lines. (c)
Quantification of data shown in (b), n=3. Numbers of GAA repeats in two alleles of patient FXN genes are shown in

parentheses.





