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People with CF face considerable
psychosocial challenges and symptoms
of anxiety and depression are up to
three times higher than in the general
population.18 CF MDTs must assess
mental wellbeing and other
psychosocial indicators annually and
facilitate CF tailored psychological input
or psychiatric input where appropriate.
GPs should be aware that the higher
prevalence of anxiety and depression
extends to family members and carers
of people with CF. 

Disease modifiers
Drugs targeting the defective CFTR
protein are being developed and are
licensed for some genotypes. Ivacaftor
is funded for use in patients with certain
gating mutations (around 5% of the UK
CF population) under the proviso that 
it can only be prescribed by specialist 
CF centres.19

In those with responsive genotypes,
ivacaftor is associated with dramatic
improvements in lung function,
nutritional status, exacerbation rate and
rate of pulmonary function decline.20

Licensed products for those with the
more common F508del mutation are
less effective and are not currently
funded for use in the UK, but ongoing
trials of other agents appear promising.21

GP SUPPORT
The specialist CF MDT should provide
timely information so that GPs can
provide appropriate support to patients
and their families, see table 4, above.
Particularly close support may be
required at the end of life, in partnership
with the CF centre or local homecare
teams, or at the time of transition from
paediatric to adult services.

Useful information 

For patients and their families
Cystic Fibrosis Trust
www.cysticfibrosis.org.uk

Table 4

Role of primary care in the management
of cystic fibrosis patients2

•Prescribing routine medications in
batches of a month’s supply or longer
if advised by the specialist team 
•Providing routine annual immunisation
for patients with cystic fibrosis and
their families
•Managing health problems not
related to cystic fibrosis 
•Supporting family members or
carers
•Certification of illnesses
•Working in partnership with the
cystic fibrosis specialist team 
at the end of life


