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Study design (if review, criteria of inclusion for studies)

randomised controlled trials (RCTs) and quasia€*RCTs of parallel design assessing any intervention aimed at enhancing adherence to
physiotherapy in people with CF versus no intervention, another intervention or usual care

Participants

People with CF

Interventions

interventions to enhance adherence to airway clearance treatment and exercise therapy

Outcome measures

Adherence to airway clearance treatment and exercise. Pulmonary exacerbations, exercise capacity, healthd€srelated QoL and
healthcare costs.

Main results

the second an intervention to improve adherence to ACT. Both studies measured outcomes at baseline and at three months, but neither
study formally assessed our primary outcome of adherence in terms of our planned outcome measures, and results were dependent on
selfa€sreported data. Adherence to ACTs: One RCT (43 patrticipants) assessed using specificallya€scomposed music alongside ACTs
compared to selfa€eselected or no music (usual care). The ACT process consisted of nebuliser inhalation treatment, ACTs and
relaxation or antibiotic nebuliser treatment. We graded all evidence as very low certainty. This study reported adherence to ACTs using
the Moriskya€+Green questionnaire and also participants' perception of treatment time and enjoyment, which may influence adherence
(outcome not reported specifically in this review). We are uncertain whether participants who received specificallyd€scomposed music
may be more likely to adhere at six and 12 weeks compared to those who received usual care, risk ratio (RR) 1.75 (95% confidence
interval (Cl) 1.07 to 2.86) and RR 1.56 (95% CI 1.01 to 2.40) respectively. There may not be any difference in adherence when
comparing specificallyd€scomposed music to selfa€sselected music at six weeks, RR 1.21 (95% CI 0.87 to 1.68) or 12 weeks, RR 1.52
(95% CI 0.97 to 2.38); or selfa€sselected music to usual care at six weeks, RR 1.44 (95% CI 0.82 to 2.52) or 12 weeks, RR 1.03 (95%
Cl 0.57 to 1.86). The music study also reported the number of respiratory infections requiring hospitalisation at 12 weeks, with no
difference seen in the risk of hospitalisation between all groups. Adherence to exercise: One RCT (24 participants) compared the
provision of a manual of aerobic exercises, recommended exercise prescription plus twoa€sweekly followa€sup phone calls to reinforce
exercise practice over a period of three months to verbal instructions for aerobic exercise according to the CF centre's protocol. We
graded all evidence as very low certainty. We are uncertain whether an educational intervention leads to more participants in the
intervention group undertaking increased regular physical activity at three months (selfa€sreport), RR 3.67 (95% CI 1.24 to 10.85), and
there was no reported difference between groups in the number undertaking physical activity three times per week or undertaking at
least 40 minutes of physical activity. No effect was seen on secondary outcome measures of spirometry, exercise capacity or any CF
quality of life domains. This study did not report on the frequency of respiratory infections (hospitalised or not) or adverse events.

Authors' conclusions

We are uncertain whether a musica€sbased motivational intervention may increase adherence to ACTs or affect the risk of
hospitalisation for a respiratory infection. We are also uncertain whether an educational intervention increases adherence to exercise or
reduces the frequency of respiratory infectiona€srelated hospital admission. However, these results are largely based on selfa€sreported
data and the impact of strategies to improve adherence to ACT and exercise in children and adolescents with stable CF remains
inconclusive. Given that adherence to ACT and exercise therapy are fundamental to the clinical management of people with CF, there is
an urgent need for welld€+designed, largeé€escale clinical trials in this area, which should conform to the CONSORT statement for
standards of reporting and use appropriate, validated outcome measures. Studies should also ensure full disclosure of data for all
important clinical outcomes.
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