A

Wild-type mouse Otc gene sequence (exon 4 - exon 5)

AAAGTCTCACAG ACACCGCTCGITGTCTTATCTAGCATGACAG ATG
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Mouse Otc gene sequence with the spf-ash mutation (exon 4 - intron 4/exon 5)

AAAGTCTCACAG ACACCGCTCA
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Intron 4 sequence

V G to A missense mutation

GTTTGTAAAACTTTTCTTCC TTC
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Wild-type human OTC gene sequence (exon 4 — exon 5)

AAAAGTI CT CACGG ACACGGC T CCGITGTATTGTCTAGTCA
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Human OTC gene sequence with the mutation ¢.38G>A/p.R129H (exon 3 —exon 5 and

exon 4 — intron 4/exon 5)

AAAGT CTCACGGACAS S
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TG TATTGT CTA GCA

TCTCACGGACACGGCCCEGTT T- exon4p|us4ntfrom|ntron

ACAAGATTGTCTACAGAAACAG-exon3sequence

V G to A missense mutation
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Human OTC gene sequence with exon 4 skipping (exon 3 — exon 5)

ACAAGAT TGTCTACAGAAACAGITGTATTGTCTAGCA




