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Einleitung: Deficits in body composition have been linked to poor pulmonary function in cystic fibrosis (CF). Its role in 
primary ciliary dyskinesia (PCD) has not been described so far. This study aims to assess body composition in pediatric PCD 
patients in comparison to CF. 
Patienten und Methoden: We cross-sectionally assessed body composition by using dual-energy x-ray absorptiometry 
(DXA) in 15 PCD patients (9 male/6 female), 18 classic CF patients without modulator therapy (10 male/ 8 female, 9 patients 
with DF508) and 7 atypical CF patients (4 male/3 female, all pancreas-sufficient), aged 12 to 20 years. Descriptive statistics 
were provided for DXA outcomes, differences between groups were calculated using one-way ANOVA. 
Ergebnisse: Whilst body mass index (BMI) and fat mass index (FMI) were within the normal range in all 3 groups, height 
adjusted Z-scores (HAZ) for whole-body bone mineral density (TBLH-BMD) and age adjusted Z-scores for lean body mass 
index (LBMI), as well as appendicular lean mass index (ALMI) were decreased in PCD and classic CF patients (mean (95%CI) 
for TBLH-BMD: -0.62 (-1.23 to -0.01) vs. - 0.68 (-1.27 to -0.1), LBMI: -0.78 (-1.3 to -0.25) vs. -0.77 (-1.21 to -0.33), ALMI: -0.96 
(-1.5 to -0.42) vs. -1.03 (-1.48 to -0.59), respectively). HAZ-BMD of the lumbar spine was reduced in classic CF (mean (95%CI) 
for lumbar spine: -0.39 (-0.78 to -0.01)), but not in PCD or atypical CF. For any DXA outcome, a difference between the 3 
groups has not been observed. 
Schlussfolgerungen/Diskussion: PCD patients exhibit impaired bone and muscle compartments, despite preserved BMI. 
Therefore, patients would benefit from regular assessments of body composition.
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