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Figurelegends

Figure S1. Generic strategy for exon deletion in COL7A1 cDNA. As COL7A1
mutations in RDEB are largely familial [28], ourdi aim was to develop a strategy
that can be used to delete any disease-related éamn COL7AL. Low expression of
collagen VII and variable efficiency of AONs makesting of collagen VI
functionality after exon skippingr exon deletionin patient cells challenging. To
overcome this hurdle we designed a strategy thahptes strong expression of the
internally deleted collagen VII variant, which flitates characterization of its
functionality. (&) Small fragments o€OL7A1 cDNA were obtained by digestion with
restriction enzymes and ligated into a new vectyrDeletion was performed by two
PCRs with overlapping primers surrounding the taey®n (in orange): one from the
beginning of the cDNA (in green) to the 5’ of tlegget exon, and a second from the
3’ of target exon to the end (in blue) (2). An daprPCR was then used to fuse the
two products, (3), and the exon deleted product wssrted into a new vector (4).
Finally, this product was extracted and ligatedetbgr with the rest d€OL7A1 into
pcDNA3.1 (5). The strategy we devised here alloesegation ofinternally deleted
collagen VIl variants in only a few steps that makierts for characterization of exon
skippedor exon deletedollagen VIl feasible in a limited timéb) Sanger sequencing
of exons surroundingxon 13 and 105espectivelybefore and after deletion from

the corresponding mutant constructs.

Figure S2. Collagen VIl variants retain ability to bind laminin 332. Various

concentration of WTA13 orA105 collagen VII were used (0.27 to 70 nid)binda



surface coated with 250 ng of laminin 332. The datae normalized to the maximal
signal recorded. Kd values show no significantetéghce between the collagen VII
variants and reveal that binding of collagen Vlllaminin 332 is not disturbed by

deletion amino acids encoded by exon 13 or 105.
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Kd values

WT: 6.2+ 0.78nM
A13: 3.4+0.46nM
A105: 4.5+0.98nM
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