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1. Introduction  

 

Children with Cystic Fibrosis (CF) are reviewed by the multidisciplinary team in the 

outpatient clinic usually every 2 months. Children under one year of age are seen 

monthly. 

 

All children are seen more frequently if there are clinical concerns. Shared care 

patients are currently seen for annual assessments at Leicester and joint clinics at 

Kettering (twice a year). 

 

This guideline is intended for use by the Medical & Nursing staff working within the 

UHL Children’s Hospital Cystic Fibrosis Outpatient clinics. 

 

Related Documents 

 Infection Prevention UHL Policy B4/2005 

 Cystic Fibrosis Paediatric Prescribing UHL Childrens Hospital Guideline C35/2016 

 Cystic Fibrosis Emergencies UHL Childrens Medical Guidelines C64/2015 

 Cystic Fibrosis - Inpatient Chest Exacerbation UHL Childrens Medical Guideline 

C36/2016 

 

 

 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
http://insitetogether.xuhl-tr.nhs.uk/pag/pagdocuments/Infection%20Prevention%20UHL%20Policy.pdf
http://insitetogether.xuhl-tr.nhs.uk/pag/pagdocuments/Cystic%20Fibrosis%20Paediatric%20Prescribing%20UHL%20Childrens%20Hospital%20Guideline.pdf
http://insitetogether.xuhl-tr.nhs.uk/pag/pagdocuments/Cystic%20Fibrosis%20Emergencies%20UHL%20Childrens%20Medical%20Guidelines.pdf
http://insitetogether.xuhl-tr.nhs.uk/pag/pagdocuments/Cystic%20Fibrosis%20-%20Inpatient%20Chest%20Exacerbation%20UHL%20Childrens%20Medical%20Guideline.pdf
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2. Clinic guidance 

 

2.1 Clinic times and locations. 

 

 The main clinic is held on 2nd and 4th Tuesday mornings of each month. There 

are 3 one hour appointment slots until 12 pm. 

 

 A separate clinic for children with difficult infections is held on Friday 

afternoon once 

every 2 months. 

 

 Additionally there is a CF transition clinic in Glenfield on the first Thursday 

morning every other month. 

 

2.2 Segregation model 1,2 

 

To reduce the risk of cross-infection with respiratory pathogens, children with CF will 

be directed to a room immediately upon arrival. Children and the family stay in the 

room with the multidisciplinary team members rotating from room to room. 

 

 Children are reviewed in the CF Tuesday clinics based on whether they have 

isolated Pseudomonas over the last 12 months. Those children who isolated 

Pseudomonas in the last 12 months are seen in a separate clinic. Patients will 

be moved across the two clinics if there is a change in their Pseudomonas 

status. 

 

 Patients with MRSA are seen at the end of clinic. 

 

 The patients with Burkholderia cepacia complex are seen on their own, away 

from any other CF clinic. 

 

 Patients with NTM (non-tuberculous mycobacteria) infections are seen in the 

Friday afternoon clinic (see 2.1). 

 

All these patients use separate equipment in their own room or perform their 

spirometry at the end of the clinic after the other patients. The rooms have a full 

clean after use as per the hospital infection control policy. 

 

 

 

 

 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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2.3 Assessments in clinic: 

 

The following assessments are done for all patients, if not specified differently: 

 

• Height, weight and oxygen saturation measurement. 

 

• Lung function tests: Incentive spirometry starting from age 4. Document FEV1 

and FVC in litres and percent predicted, FEV1/FVC percentage and FEF 25-75. 

 

• Respiratory sampling: Sputums or throat/cough swabs (for bacteriology) and 

Nasopharyngeal aspirates/ nasal swabs for virology. Sputum to be sent for 

NTM testing only when requested by a senior clinician in the clinic. 

 

• Urine dipstick: only done when the child is on steroids or has experienced 

recent unexplained loss of weight. 

 

• Blood pressure measurement: in children on oral corticosteroids and CF 

modulators. 

 

The following personnel may see the patients (* = mandatory): 

 

• Doctor*: This may be a consultant, a specialist registrar or a respiratory 

clinical/research fellow. We aim to have patients seen by a consultant on 

alternate visits as a minimum, and a consultant will often speak to the parents 

in clinic if they have been seen by a trainee. The consultants will take a lead 

role if there are difficult clinical decisions to be made. 

 

• Health Care Assistant*: To measure height, weight and arterial oxygen 

saturation by pulse oximetry. 

 

• Respiratory physiologists*: To measure lung function, to obtain sputum 

and/or cough swab samples. 

 

• Physiotherapist*: All the children are reviewed by a physiotherapist to review 

airway clearance techniques. 

 

• Specialist CF nurse: The specialist CF nurse reviews the patients in clinic to 

provide general information and support and discuss support to family and at 

school. 

 

• Dietitian: All pancreatic insufficient patients and all babies are seen by the 

dietitian for review to ensure optimal nutritional status and dose of Pancreatic 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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Enzyme Replacement Therapy. Pancreatic sufficient patients will be seen as 

required. Growth charts will be used to monitor growth. Weight and height/ 

length will be taken at each clinic, as well as BMI or infants head 

circumference as appropriate. 

 

• Paediatric pharmacist: To address medication related enquiries, provide 

medicines information and education, review and advise on prescribing and 

resolve issues arising with the provision of medications in the community. 

 

• Clinical psychologist: May be able to meet any patient or their family but it is 

helpful if they are contacted in advance so they can book a time for an 

appointment in the clinic. We also have access to a paediatric psychiatrist if 

the family have a particular problem although this is arranged at a separate 

appointment. 

 

2.4 Emergency Appointments: 

 

Drop-in emergency clinics are booked on an as required basis. We aim to see 

patients within 24 hours of a need for clinical review being identified. 

 

Generally, patients are seen by the specialist registrar or the CF clinical fellow along 

with the specialist nurse, supervised by the CF Consultant. The CF specialist nurse 

may on occasion independently review the patient either in hospital or at home and 

liaise with the medical team to discuss management as appropriate. The emergency 

appointments will be coordinated by the CF nursing team. Emergency appointments 

may also be booked at the end of the Tuesday clinic. 

 

The patients have access to telephonic advice which is given by the CF nursing 

team and supervised by the specialist registrar /clinical CF fellow/ CF consultant. 

This is available from 9 – 5 pm Monday - Friday.  

 

Patients with CF have a 24-hour access to the Childrens’ Emergency department.  

Children need to be assessed in a cubicle (and never in an open bay) in all cases. 

 

2.5 Home Care: 

 

Home visits are carried out by the CF specialist nurse when required. Priority for 

home visits is given to patients with advanced or complex disease, those receiving 

home IV therapy and newly diagnosed patients.  

 

Many parents, carers or patients themselves also carry out home intravenous 

antibiotic therapy. Home care may not be suitable for clinical or social reasons. 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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Homecare prescriptions should be done by 11 am the day prior to the planned 

discharge home/ initiation of home IV therapy. 

2.6 Annual Review: 

 

All patients are seen annually for a full clinical review of progress over the last year 

and for surveillance investigations. Annual reviews are performed during the 

Wednesday morning clinic and patients can access all members of the CF team. 

Some investigations are done on the day and some performed in advance to the 

appointment. 

 

The annual review appointment consists of the following: 

 

• Completion of the annual review proforma: This will be completed by the 

CF Specialist nurse/ Specialist Physiotherapist. This includes the number 

of IV and oral antibiotic courses, usual symptoms and microbiology. Some 

of these data are filled in prior to the appointment.  

 

• Dietetic review: This includes a detailed evaluation of nutritional intake. 

Height and weight, growth velocity and BMI charts will be reviewed. 

 

• Physiotherapy review: This includes a review of airway clearance 

techniques, inhaled medications and exercise. Posture and stress 

incontinence will be reviewed when appropriate. Exercise testing will be 

organised for children above 12 years when appropriate. 

 

• Nursing review: Review of family situation and schooling. 

 

• Pharmacy review: Detailed review of medications and adherence. 

 

• Psychologist: All patients will be offered the opportunity to arrange an 

appointment with a Clinical Psychologist as part of their annual 

assessment. A screening questionnaire is filled in age appropriate and a 

psychology leaflet is given describes services offered. 

 

• Discussion of transition when appropriate. 

 

The following investigations are performed: 

 

• Chest X-Ray with Northern scoring. 

 

• Bloods tests: Full blood count, Coagulation screen, Electrolytes, creatinine, 

liver function tests (including AST and gamma-GT), Random glucose & 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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HbA1c, Vitamin A, D & E, Zinc, Magnesium, Copper and trace elements like 

selenium, Ferritin, Total IgE, Aspergillus IgE and IgG to Aspergillus.  

o Consider Total immunoglobulins, antibody response to haemophilus, 

tetanus and pneumococcus serotype specific antibody testing; and 

Varicella zoster antibody. 

 

• Full lung function tests, including spirometry, plethysmography and LCI in 

patients above 4 years of age who are able to co-operate with the procedure. 

 

• Hearing test (if intravenous aminoglycosides or other ototoxic agents in the 

previous year) 

 

• Liver ultrasound: Liver ultrasound is done aged 2, then 2 yearly up to 10 and 

then yearly; or annually if concerns or previous signs of CF liver disease, e.g. 

hepatomegaly, splenomegaly or persistent rise in liver function tests. 

 

• Oral glucose tolerance test and Continuous Glucose monitoring (CGM) in 

children who are 10 years and above; and at any age if there is weight 

loss/poor weight gain or symptoms suggestive of CF related diabetes.  

 

• Home overnight oximetry study, especially if baseline FEV1 is <50% 

predicted. 

 

• DEXA scans: All children will be referred to Birmingham Children’s hospital for 

a DEXA scan at 10 and 15 years of age. Children on long term oral steroids or 

repeat courses of pulse IV steroids should have their DEXA scans at least 

every 2 years or as per plan from endocrinologists4,5. 

 

The year’s progress and all the results are discussed in an MDT meeting within 8 

weeks and a management plan made. A report is written as an ICE letter. This is 

discussed with the family at the next clinic consultation and a copy sent to the GP. 

 

2.7 CFTR Modulators 

 

There are four modulator therapies that act on the CFTR pathways: 

 

 Ivacaftor is a CFTR potentiator that is used for patients with CF aged one year 

and above who have at least one copy of the “gating” mutations: G551D, 

G178R, S549N, S549R, G551S, G1244E, S1251N, S1255P and G1349D.  

 

 Lumacaftor/Ivacaftor (Orkambi) is a systemic protein modulator, used for 

patients with CF aged 2 years and older who have 2 copies of the F508del 

mutation in the CFTR gene. 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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 Ivacaftor/Tezacaftor (Symkevi) is used in combination with Ivacaftor for the 

treatment of patients with CF aged 12 years and older who have 2 copies of 

the F508del mutation or one copy of the F508del mutation combined with one 

of the following mutations in the CFTR gene: P67L, R117C, L206W, R352Q, 

A455E, D579G, 711+3A→G, S945L, S977F, R1070W, D1152H, 

2789+5G→A, 3272-26A→G, and 3849+10kbC→T. 

 

 Kaftrio is a triple-combination therapy consisting of three different modulators 

-- tezacaftor/ivacaftor (which make up Symkevi) combined with elexacaftor. 

The available evidence suggests it to be significantly more effective than 

current modulators. This has been approved for children with CF aged 12 

years and older who have at least one copy of the F508del mutation.  

 

These patients will need the following additional monitoring: 

 

 FEV1: Prior to initiation, one month after initiation and then at least 3 monthly 

 Nutritional assessment: Prior to initiation and then at least 3 monthly 

 Faecal elastase: Prior to initiation and then annually 

 Sweat chloride: Prior to initiation and then annually 

 Quality of life score ( CFQR respiratory domain scoring): Prior to initiation and 

then annually 

 Ophthalmology review: Prior to initiation and then annually 

 Blood pressure: Prior to initiation and then at least 6 monthly 

 Liver function: Prior to initiation, and then months 1, 3, 6, 9 and 12 in the first 

year  and 6 monthly thereafter.  In addition, children with underlying CF liver 

disease will have liver function tests done a week after initiation. 

 

In addition, continue annual monitoring of LCI for children above 4 years of age and 

annual exercise testing with CPET for children above 12 years of age. 

 

2.8 Transition and transfer to adult services: 

 

At around the age of 13 years all patients are encouraged to enter CF transition 

clinic at Glenfield Hospital. CF Specialist nurse will provide the necessary 

information to the patient and family to prepare them for this. They are then seen in 

the adolescent transition clinic which is also attended by members of the adult CF 

team. A Joint adult and children’s nurse home visit is arranged, if child struggling 

with transition, prior to full handover of care. A date for transfer is then agreed 

between the child’s 16th and 18th birthday and usually coincides with schooling 

milestones. Transfer to adult specialists in gastroenterology, diabetes, endocrinology 

etc. will be initiated. Please click here for the trust policy on transition to adult 

services.  

 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
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3. Education and Training 

 

As recommended by the UK CF Trust guidelines 

 

4. Monitoring Compliance 

 

What will be 

measured to 

monitor 

compliance  

How will 

compliance be 

monitored 

Monitoring 

Lead 
Frequency 

Reporting 

arrangements 

Indicators 

mentioned 

in CF trust 

guidelines3 

 

 

Internal 

audit/service 

evaluation/peer 

review 

 

Dr 

Ahmed 

 

2 yearly 

audit & 

evaluation. 

 

5 yearly 

peer 

review 

Departmental 

audit group 

 

Annual review 

for all CF 

children 

Internal audit Dr 

Ahmed/Claire 

Shentall 

2 yearly Departmental 

audit group 
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http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx
http://www.cysticfibrosis.org.uk/media/448939/cd-standards-of-care-dec-
http://press.endocrine.org/doi/full/10.1210/jc.2004-1629
http://press.endocrine.org/doi/full/10.1210/jc.2004-1629
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6. Key Words 

 

Cystic fibrosis, Outpatient, Children 

 

______________________________________________________________ 

 

The Trust recognises the diversity of the local community it serves. Our aim 

therefore is to provide a safe environment free from discrimination and treat all 

individuals fairly with dignity and appropriately according to their needs.  

As part of its development, this policy and its impact on equality have been reviewed 

and no detriment was identified. 
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2.5 Added information about timing of prescriptions for home care 

2.6 Annual review :  

 Individual roles of the MDT members  

 Timeline for annual review discussion added 

 DEXA scans and overnight oximetry added to annual review 

investigations 

 CGM in all children above 10 years of age for CFRD 

2.7 New section on CFTR modulators 

4    Annual review criteria added for audits 

 

 

 

 

http://insitetogether.xuhl-tr.nhs.uk/pag/Pages/default.aspx

