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Otologic features in patients with Primary Ciliary
Dyskinesia- an EPIC-PCD study
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Background: Ear problems are common in primary ciliary dyskinesia (PCD), but little is known on their
spectrum and severity. We aimed to characterize otologic disease in PCD patients using data from the ENT
Prospective International Cohort of PCD patients (EPIC-PCD), a multicentre prospective observational
clinical cohort.

Methods: We prospectively included patients with a routine ENT examination and a completed FOLLOW-
PCD symptoms questionnaire at the same visit. We compared reported symptoms and clinical findings
between children and adults.

Results: We included 208 patients (108 males) with median age 16 years (range 0-63). 114 (55%) reported
ear pain, 61 (29%) ear discharge and 105 (50%) hearing problems. Reported symptoms did not differ by
age. On examination 20/179 (11%) patients had tympanic perforation, 28/174 (16%) retracted membrane
and 52/175 (30%) otitis media with effusion (OME). Tympanic sclerosis was found in 41/165 (25%) patients
and 18 patients had grommets. OME was more common in children and sclerosis in adults.

68 out of 101 patients had an abnormal tympanogram. Audiometry was performed in 131 patients, showing
hearing loss in 63 (48%), usually mild and bilateral. 2 adults had severe hearing loss. Reported hearing
problems and audiometry results were discordant in 22 patients; 15 reported normal hearing with abnormal
audiogram while 7 patients reported hearing problems with a normal audiogram.

Conclusion: This is the largest study describing otologic disease in PCD. Ear problems were common in
patients of all ages although hearing loss was not perceived by some patients. This emphasizes the need
for standardised ENT follow-up for all PCD patients.
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