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some distance from a CF centre,
antibiotics can be prescribed in primary
care, following national guidelines9 or
advice from the CF centre. Longer
courses, commonly two weeks, of oral
antibiotics are required and children
should have effective chest
physiotherapy. The CF centre should
arrange early review to assess the
response to treatment.

PERT has been shown to improve 
fat absorption with concomitant
improvement in calorie intake. Children
will generally have a daily dose of 
10-20 capsules of a PERT formulation
(containing 10,000 units of lipase) and
so prescriptions should be for larger
quantities of PERT to avoid parents
running out of this essential medication.
Supplements of fat-soluble vitamins 
(A, D, E and K) may also be necessary as
these vitamins are poorly absorbed. 4,15

MONITORING
Children should be seen regularly by a
specialist centre every few months and
have a formal detailed annual review.
Each clinic review should involve the
multidisciplinary team: CF specialist
physician, CF nurse, physiotherapist,
dietitian, clinical psychologist, social
worker and pharmacist.3 The annual
review should assess all systems and
identify any areas where symptom and
disease control is not optimal and needs
to be addressed. 

Respiratory function should be
monitored with lung function tests and
chest imaging. It is also important to
monitor sputum cultures to allow early
diagnosis of infections with organisms
such asP. aeruginosawhich will require
eradication treatment. P. aeruginosa
eradication requires combined
treatment, usually with oral ciprofloxacin
and nebulised colistin for periods of
between three weeks and three months.9,16

Children should see their GP for
regular prescriptions and immunisations,
including annual influenza vaccination. 

Parents of a baby newly diagnosed
with CF should be offered genetic
counselling to help with decisions
regarding future pregnancies. Testing
for older siblings may also be carried out.
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Useful information 

Cystic Fibrosis Trust 
www.cysticfibrosis.org.uk

Information for parents 
of suspected carriers
https://assets.publishing.service.gov.uk/
government/uploads/system/uploads/
attachment_data/file/701859/NBS_scr
eening_cystic_fibrosis_carrier_final_we
b_240418.pdf
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Cystic fibrosis (CF) is a multisystem genetic disorder 
affecting approximately 1 in 2,500 live births in the UK.
Although all newborns undergo screening for CF,
around 15% of infants will present shortly after birth with
meconium ileus and some will already have faltering
growth when the screening results are available at 
3-4 weeks of age. Infants who present with a meconium
ileus should be treated with a high index of suspicion for
CF until proven otherwise. Around 93% of children are
diagnosed in the first three months of life and another
5% before the age of 12 months.

Mucociliary dysfunction leads to accumulation of 
mucus in the airways and secondary infection.
Respiratory symptoms may be non-specific initially and
include cough and wheeziness, frequent respiratory
infections and, in older children, sinusitis. Pancreatic
function is impaired in most children, and symptoms of
malabsorption include meconium ileus, steatorrhoea,
faltering growth, distended abdomen and constipation.

Distal intestinal obstruction syndrome is a serious 
complication that presents with acute abdominal pain 
and constipation. Liver disease may result from fatty
replacement or interstitial fibrosis due to inspissated bile.
CF related diabetes becomes prevalent in the teenage
years, often presenting with poor weight gain in a young
person who had previously been thriving.

Most newly diagnosed infants with CF will commence 
once daily physiotherapy for airway clearance. At first this
is delivered by their parents but as children get older they
will increasingly be in charge of their airway clearance.
Young children are vulnerable to respiratory infection
with Staphylococcus aureus and, in the UK, most receive
a prophylactic antibiotic, commonly flucloxacillin, until the
age of three years. Exacerbations (worsening cough
which is wet or associated with sputum) must be treated
proactively with antibiotics and increased airway
clearance. Children with CF should have antibiotics when
a wet cough has been present for more than a week even
if there is little to hear on auscultation of the chest. The CF
centre should be contacted for advice on the choice of
oral antibiotics and whether intravenous antibiotics might
be needed. Pancreatic enzyme replacement therapy has
been shown to improve fat absorption with concomitant
improvement in calorie intake. Supplements of fat-soluble
vitamins (A, D, E and K) may also be necessary as these
vitamins are poorly absorbed.


