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Supplementary	 Figure	 1.	 Analysis	 of	 nasal	 epithelium	 composition.	 (A)	Representative	
images	showing	detection	of	MUC5AC	mucin	and	acetylated	tubulin	as	markers	of	goblet	and	
ciliated	cells,	respectively.	Scale	bar:	25	µm.	(B)	Scatter	dot	plots	reporting	the	percentage	of	
ciliated	 (left)	 and	 goblet	 (right)	 cells	 in	 non-CF	 and	 CF	 samples.	 	 A	 significantly	 (p	 <	 0.01)	
lower	number	of	ciliated	cells	was	found	in	CF	vs.	non-CF	samples.		The	number	of	goblet	cells	
in	the	two	groups	of	samples	was	not	significantly	different.	 	



	

	
	

Supplementary Figure 2. Characterization of cells in the expansion phase. The different images 
show immunofluorescence analysis of nasal (NECs) and bronchial (BECs) epithelial cells during 
the expansion phase of the culture procedure.  The expression of the following markers was 
investigated: p63, KRT5, FOXI1, CFTR, acetylated tubulin, and MUC5AC.  KRT5 and p63 were 
the only markers expressed, in agreement with proliferating cells corresponding to basal stem cells. 
Scale bar: 10 µm. 
  



 
 
Supplementary Figure 3. Rescue of F508del-CFTR expression by combination of correctors. 
Representative immunofluorescence images and scatter dot plot reporting the result of cell 
treatment with vehicle (control) or with the combination of VX-809 (1 µM) and VX-445 (5 µM) for 
24 hours. Each image shows detection of FOXI1, CFTR, tubulin (cilia), and nuclei.  Scale bar: 5 
µm. Treatment with the combination of correctors leads to the appearance of CFTR in the apical 
membrane.  The graph reports the intensity of CFTR in the apical membrane (relative to signal in 
the cytosol, AM/C) of FOXI1-positive cells.  The difference between the two groups of cells was 
significantly different (***, p < 0.001).  
 


