
 

Monitoring lung function at home in teens
with Duchenne muscular dystrophy
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Hand-held device and mouthpiece used in this study. Credit: DELOS Study
Group

Heart and lung complications are responsible for much of the morbidity
and mortality associated with Duchenne muscular dystrophy (DMD).
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Although regular monitoring of pulmonary function is recommended in
order to detect deterioration, compliance with routine testing, such as
hospital-based spirometry, is frequently poor. A new study in the Journal
of Neuromuscular Diseases describes the at-home use of a child-
compatible, hand-held device (HHD) that makes monitoring pulmonary
function in teens more convenient and provides the data needed for
better disease management.

"This is the first study that demonstrates that the use of a hand-held
device to assess pulmonary function is feasible in adolescent patients
with DMD. Pulmonary function data obtained by this method are
reliable as shown by comparison to standard spirometry results and
participating patients showed a high level of adherence in the use of the
device. This new approach to collect pulmonary function data, together
with several analyses methods, could be used in the planning of clinical
intervention trials with respiratory function endpoints or to improve
routine clinical care in patients with DMD," explained Prof. Gunnar M.
Buyse, MD, Ph.D., Department of Paediatric Neurology, University
Hospitals Leuven (Belgium).

DMD is a debilitating neuromuscular disease that is usually diagnosed in
children between the ages of 3 and 5 years. During the early teenage
years, patients with DMD find their mobility impaired and pulmonary
function begins to deteriorate. Clinical symptoms include the inability to
cough efficiently, poor airway clearance, recurrent respiratory infections
and, eventually, respiratory failure necessitating ventilator support.
"Safeguarding pulmonary function, therefore, represents a significant
unmet need," said Dr. Buyse.

This study was part of a multinational, randomized, placebo-controlled
Phase III study (DELOS) investigating whether the drug idebenone could
improve or delay the loss of respiratory function in adolescents 10-18
years old with DMD. One aim of the trial was to compare assessment of
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pulmonary function with a hand-held device to spirometry performed in
a clinic or hospital.

The results showed that weekly use of the hand-held device was well
accepted by adolescent trial participants over the course of a year, with
average adherence exceeding 75%. Comparison of values for peak
expiratory flow expressed as percent of predicted (PEF%p) collected
with the hand-held device with data obtained on the same day with
standard spirometry were highly correlated indicating the reliability of
this method. Both assessment methods showed that idebenone treatment
slowed the decline in pulmonary function compared to placebo.

Explanations for the limited compliance to hospital-based pulmonary
function testing could be that physicians do not recommend testing, or
patients are not followed in specialized neuromuscular centers where
pulmonary function tests are available and recommended. Use of a hand-
held device would offer an appropriate addition to hospital-based
spirometry assessment with the advantage of allowing more frequent
collection of pulmonary function data. Another possibility is that
teenagers with limited mobility may be resistant to traveling to clinical
centers.

Advantages of using home-based pulmonary function monitoring include
the ability to obtain more frequent assessments, sometimes on a daily
basis, which could facilitate early detection of pulmonary function
decline. The study also showed that short observation periods (between 2
and 4 weeks) were sufficient to distinguish clinical changes in PEF%p.
Finally, this method may prove to be very useful for clinical testing of
new therapies for DMD.

  More information: Gunnar M. Buyse et al, Home-Based Monitoring
of Pulmonary Function in Patients with Duchenne Muscular Dystroph, 
Journal of Neuromuscular Diseases (2018). DOI: 10.3233/JND-180338

3/4

http://dx.doi.org/10.3233/JND-180338


 

Provided by IOS Press

Citation: Monitoring lung function at home in teens with Duchenne muscular dystrophy (2018,
December 17) retrieved 26 April 2024 from https://medicalxpress.com/news/2018-12-lung-
function-home-teens-duchenne.html

This document is subject to copyright. Apart from any fair dealing for the purpose of private
study or research, no part may be reproduced without the written permission. The content is
provided for information purposes only.

Powered by TCPDF (www.tcpdf.org)

4/4

https://medicalxpress.com/news/2018-12-lung-function-home-teens-duchenne.html
https://medicalxpress.com/news/2018-12-lung-function-home-teens-duchenne.html
http://www.tcpdf.org

