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Figure S1. Evolution of Weight and Height Z-scores between two years prior and after LUM/IVA initiation.
Evolution of Weight (A) and Height (B) Z-scores between two years prior and after LUM/IVA initiation. Data are plotted at each timepoint using all available and were represented at the mean+standard deviation. Comparisons with data obtained at M0 were performed using the Wilcoxon paired test. * p<0.05 compared to M0
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Figure S2. Change in the number of exacerbations or antibiotic use after initiation of Lumacaftor/ivacaftor 
The number of exacerbations (A), intravenous (B) and oral antibiotic courses (C) assessed after two years of treatment by Lumacaftor/ivacaftor (M0 to M24) were compared with those administered in the two years prior to Lumacaftor/Ivacaftor initiation (M-24 to M0). Patient data are presented as individual values (lines) and medians (thick horizontal bars). Comparisons were performed using the Wilcoxon paired test. A p-value < 0.05 was considered significant.
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Figure S3. Change in Lung Computed tomography scan scores after initiation of Lumacaftor/ivacaftor 
The Bhalla (A) and the High Attenuation Volume (HAV)scores (B) assessed after 12 months of Lumacaftor/ivacaftor treatment (M12) were compared to scores performed prior to Lumacaftor/ivacaftor treatment. Patient data are presented as individual values (lines) and medians (thick horizontal bars). Comparisons were performed using the Wilcoxon paired test. A p-value < 0.05 was considered significant.
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Figure S4. Change in BMI Z-score between LUM/IVA initiation (M0) and 2 years after (M24) according to BMI Z-score at M0
Change in BMI Z-score between M0 and M24 in patients with (black triangle) or without (empty triangle) BMI Z-score < 0 at M0. Comparison was performed using Mann-whytney test (*p <0.05)
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Figure S5. Change in ppFEV1 and BMI Z-score in good responders and other patients
Evolution of ppFEB1 (A) and BMI Z-score (B) between two years before (M-24) and two years after (M24) LUM/IVA initiation (M0) in good responders (ppFEV1 increase > 5% between M0 and M24, black diamond) and other patients (non-decline group (ppFEV1 increase between 0 and 5% between M0 and M24) and low / non responders ((ppFEV1 decrease between M0 and M24), empty diamond). Change in BMI Z-score between M0 and M24 in good responders and other patients (C). Comparisons with M0 were performed using Wilcoxon paired test and † indicates significant difference (p<0.05) compared to M0 in good responders. Comparisons between groups were performed using Mann-Whitney test (*p <0.05).
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