
physicians or respiratory paediatricians, 
nurses, physiotherapists, dietitians, psycholo-
gists and social workers. From infancy, 
patients attend at least four outpatient 
appointments per year, with additional 
appointments as required for acute deterio-
ration or medical subspecialist (i.e. gastro-
enterology, endocrinology) review. They are 
commonly admitted to hospital multiple 
times per year for about two weeks, and 
admissions are usually planned days to weeks 
in advance. Telehealth and hospital-in-the-
home facilities are increasingly used to reduce 
patients’ time away from school or work and 
to minimise the burden on patients and their 
families. Anecdotally, many families may 
turn to their CF multidisciplinary teams as 
surrogate primary care providers; however, 
health concerns not specific to CF (including, 
for example, developmental concerns, mental 
health and sexual health and contraceptive 
advice) are not routinely addressed.

Common clinical presentations of 
cystic fibrosis
Case scenario 1
Simon, a 12-year-old boy with CF, presents 
with a two-week history of productive cough. 

He has associated viral symptoms and others 
in the household are unwell. He is growing 
normally, rarely misses school, participates 
in sporting activities, does not usually cough 
and his baseline FEV1 is 90% predicted. He 
typically grows Haemophilus influenzae on 
sputum culture. He has not been infected with 
Pseudomonas aeruginosa for some years.

Although Simon is generally doing well, it is 
important to recognise that 80% of people with 
CF die as a result of respiratory failure second-
ary to progressive bronchiectasis in early to 
middle adulthood, and aggressive treatment 
of respiratory symptoms, as outlined below, is 
a cornerstone of management. The abnormal 
airway surface fluid creates an environment 
that promotes bacterial infection (with Staph-
ylococcus aureus, H. influenzae, P. aeruginosa) 
and a vigorous inflammatory response. CF 
lung disease begins in infancy, and even in the 
absence of symptoms almost two-thirds of 
preschool children with CF have some degree 
of bronchiectasis evident on serial CT chest 
scans.6 Despite this, most have normal lung 
function when first measured by spirometry 
at the age of 6 years. FEV1 is directly related to 
survival, and a decline in this measure com-

monly accelerates during adolescence.7
The foundations of respiratory treatment 

are daily airway clearance (chest physiother-
apy) and antibiotics to treat infection. Many 
centres use prophylactic antibiotics for the 
first one to two years of life, continuing them 
thereafter on an as-needed basis. Mucolytic 
therapy, such as nebulised dornase alfa and 
hypertonic saline, are often introduced in 
early childhood.

Respiratory exacerbations, defined as an 
increase in symptoms (e.g. productive cough, 
dyspnoea) from baseline, are typically asso-
ciated with deterioration in pulmonary 
function, from which recovery is often 
incomplete. Patients with a normal range 
FEV1 (80 to 120%) have historically been least 
likely to receive treatment for such exacer-
bations and are most likely to fail to regain 
their premorbid lung function.8

At the onset of a viral illness or of any 
new respiratory symptoms, patients are 
advised to commence antibiotics (based on 
their recent sputum cultures), increase their 
airway clearance to twice daily and contact 
their CF team if there is no improvement in 
seven to 10 days. Sputum samples should be 
obtained, and subsequent antibiotic selection 

Figure. Organs affected by cystic fibrosis, including a comparison of a normal airway and an airway of a person with cystic fibrosis.
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CYSTIC FIBROSIS IN YOUNG PEOPLE CONTINUED
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