Canadian Survey of Pediatric Respiratory Management Strategies for Duchenne Muscular Dystrophy

S L Katz (1), D McKim (2), L Hoey (3), N Barrowman (3), T Kherani (4), JK Mah (5)
(1) Children's Hospital of Eastern Ontario Department of Respirology, University of Ottawa - Ottawa, Ontario (Canada)
(2) University of Ottawa The Ottawa Rehabilitation Centre - Ottawa, Ontario (Canada)
(3) Children's Hospital of Eastern Ontario Clinical Research Unit, University of Ottawa - Ottawa, Ontario (Canada)
(4) University of Ottawa Faculty of Medicine - Ottawa, Ontario (Canada)
(5) University of Calgary Alberta Children's Hospital - Calgary, Alberta (Canada)


PURPOSE: Duchenne muscular dystrophy (DMD) is the most common neuromuscular condition in childhood. A recent survey of non-respiratory practices among Canadian Neuromuscular specialists demonstrated consistency of care amongst practitioners. Respiratory interventions, however, are less well studied and may vary across centres and practitioners. Our objective was therefore to describe and compare the respiratory management practices of Canadian Pediatric Respirologists and Neuromuscular specialists for children with DMD.  
Methods: A web-based survey was sent to all 56 practicing Pediatric Respirologists in Canada and to all 24 members of the Canadian Pediatric Neuromuscular Group (CPNG) who follow children with neuromuscular diseases. The survey included 28 questions about timing and indications for respiratory consultation, frequency and indications for pulmonary function and sleep studies, and use of treatments including non-invasive ventilation and lung volume recruitment.  
Results: Responses were received from 38 (68%) Pediatric Respirologists and 17 (71%) CPNG members. Of 38 Respirologists, 33 see DMD patients under the age of 18. Initial Respirology consultation is requested by both types of practitioners at the time of DMD diagnosis. However, 2/3 of the Respirologists provide initial consultation after a patient’s first hospital admission for respiratory complications and when symptoms of sleep disordered breathing are present; a minority of the CPNG request consultation in these two situations (14.3% and 35.7%). While both groups request routine pulmonary function tests, 95.5% of Respirologists use maximal inspiratory and expiratory pressures to assess respiratory muscle strength, whereas 81.8% of CPNG members additionally use peak cough flow. Assessment for sleep disordered breathing is requested by both groups when pulmonary function is abnormal or patients are symptomatic. Respirologists favor polysomnography, whereas CPNG members use overnight pulse oximetry. Nocturnal non-invasive ventilation and lung volume recruitment are used in a minority of patients by both groups. 
Conclusions/Reflections: Respirologists and CPNG members provide similar respiratory management of DMD patients, but differ in their timing of initial respiratory consultation and choice of diagnostic tests for pulmonary function and sleep-disordered breathing. Opportunities exist for standardization of respiratory care practices for childhood DMD amongst care providers. 

