N

N

Longitudinal lung function and structural changes in
children with primary ciliary dyskinesia
Sylvain Blanchon, Marie Lémery Magnin, Pierrick Cros, Estelle Escudier,
Malika Mahloul, Aline Tamalet, Annick Clément, Hubert Ducou Le Pointe,
Nicole Beydon

» To cite this version:

Sylvain Blanchon, Marie Lémery Magnin, Pierrick Cros, Estelle Escudier, Malika Mahloul, et al..
Longitudinal lung function and structural changes in children with primary ciliary dyskinesia. First
International Cilia in Development and Disease Scientific Conference, pp.P3. inserm-00752965

HAL Id: inserm-00752965
https://inserm.hal.science/inserm-00752965

Submitted on 16 Nov 2012

HAL is a multi-disciplinary open access L’archive ouverte pluridisciplinaire HAL, est
archive for the deposit and dissemination of sci- destinée au dépot et a la diffusion de documents
entific research documents, whether they are pub- scientifiques de niveau recherche, publiés ou non,
lished or not. The documents may come from émanant des établissements d’enseignement et de
teaching and research institutions in France or recherche francais ou étrangers, des laboratoires
abroad, or from public or private research centers. publics ou privés.


https://inserm.hal.science/inserm-00752965
https://hal.archives-ouvertes.fr

Blanchon et al. Cilia 2012, 1(Suppl 1):P3
http://www.ciliajournal.com/content/1/5S1/P3

&5 Cilia

POSTER PRESENTATION

Open Access

Longitudinal lung function and structural
changes in children with primary ciliary

dyskinesia

S Blanchon'’, M Lémery Magnin? P Cros', E Escudier’, M Mahloul*, A Tamalet', A Clement', H Ducou Le Pointe?,

N Beydon®

From First International Cilia in Development and Disease Scientific Conference (2012)

London, UK. 16-18 May 2012

Background

Functional and structural lung evaluations are part of the
follow-up of patients with primary ciliary dyskinesia
(PCD). We aimed to evaluate transversal and longitudinal
relationships between lung function tests (LFT) and chest
computed tomography (CT) in children with PCD, in
stable clinical condition.

Methods

Data from children followed in the French National Cen-
ter were retrospectively collected. Inclusion criteria were
(i) definitive diagnosis of PCD, (ii) age less than 15 years at
the beginning of follow-up, (iii) at least 8 years of follow-
up and (iv) at least 2 couples of concurrent CT and LFT
performed in stable clinical condition. Twenty children
(median age 4.6 years, median follow-up 15.4 years) were
included. Concurrent LFT (blood gas and spirometry) and
CT (score) results were recorded.

Results

LFT indices (PaO2 (n=210), FVC, FEV1, FEF2575%
(n=195)) significantly decreased with age, and the mean
annual decrease (z-score (% predicted)) was -0.17 (-0.49%),
-0.09 (-0.50%), -0.10 (-0.89%), and -0.07 (-1.73%), respec-
tively. First CT (median age 8.7 years) revealed bronchiec-
tasis (70%), mucous plugging (70%), peribronchial
thickening (90%), parenchymal abnormalities (65%) and
hyperinflation (50%). CT-scores (n=74) significantly
increased with age, and was negatively correlated to PaO2,
FVC, FEV1 and FEF2575% longitudinal changes.
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Conclusion

In stable clinical condition, functional and structural pro-
gressive impairments significantly correlated in children
with PCD. Further prospective studies, including large
populations with various levels of disease severity, are
needed to confirm whether LFT follow-up can be used to
adjust CT frequency and help at minimizing the radiation
burden in children with a good life expectancy.
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