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S2 Fig. DNAHS5 localizes normally to the axonemes with MNS1 deficiency.

Respiratory epithelial cells from control and affected individuals: AL-111-9 carrying bi-allelic MNS1
mutations, OI-11 116 carrying bi-allelic MNS1 and DNAH5 mutations and OI-24 111 carrying no
mutations in MNS1 but identical bi-allelic DNAH5 mutations as Ol-11 116. For space issues, Ol-24 111
is described as DNAH5™"™" instead of DNAHSGS13432-134350elCACT/ ¢13432_13435delCACT - |5 \were double-
labeled with antibodies directed against acetylated alpha-tubulin (green) and DNAH5 (red). Nuclei
were stained with Hoechst 33342 (blue). Both proteins co-localize (yellow) along the ciliary axonemes
in cells from the unaffected controls and cells from AL-I11-9, while in respiratory cells of OI-11 116
and OI-24 111, DNAHS is undetectable consistent with a defect of the outer dynein arms.



