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CYsTIC FIBROSIS MANUAL —
MANAGEMENT OF THE NEWLY
DIAGNOSED PATIENT - CHW

PRACTICE GUIDELINE

DOCUMENT SUMMARY/KEY POINTS

The chapters of the CHW Cystic Fibrosis Manual have been divided into individual
documents. The chapters are:

1. Making the Diagnosis 2. Management of the 3. Respiratory
newly diagnosed patient Management

4. Gastrointestinal Management 5. Nutritional Management | 6. Psychosocial
Management

7. Adolescent Management and 8. Outpatient Management | 9. Endocrine Management
Transitioning to Adult Care

10. Palliative Care 11. Cross Infection 12. Miscellaneous
Associated Conditions

13. Therapies for Aberrant CFTR
Function

Management of the Newly Diagnosed Patient

e All new diagnoses are assessed by the CF multidisciplinary team
e A number of medications and treatment strategies are started shortly after diagnosis

e Education and access to peer-reviewed online resources are important

This document reflects what is currently regarded as safe practice. However, as in any clinical situation, there may be
factors which cannot be covered by a single set of guidelines. This document does not replace the need for the
application of clinical judgement to each individual presentation.
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CHANGE SUMMARY

e Minor updates throughout of prior content

READ ACKNOWLEDGEMENT

e Cystic Fibrosis Multidisciplinary team members

e General paediatricians
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Overview

e A formal outpatient-based assessment is performed on all newly diagnosed patients.

e If the diagnosis of CF is made late based on symptoms, and not via newborn screening,
and the child is unwell at the time of diagnosis with significant respiratory symptoms,
then admission to hospital for appropriate treatment may be necessary.

o Evaluation will be performed during this admission.

e The family is introduced to the CF team, clinic routines explained, and baseline CF
cares are commenced.

e Baseline investigations:

o Blood tests:
= Full Blood count and film
= Electrolytes, urea and creatinine
= Liver function tests including serum albumin
= Coagulation tests
= Vitamin A, D and E levels.
= Molecular genetics

o Chest X-ray

o Sputum culture - standard pathogens plus also routinely screened for Burkholderia
cepacia.

o Stool for Faecal elastase
e Instructions on commencing physiotherapy are provided.

e Instructions on commencing pancreatic supplements are provided and commenced if
clinically indicated.

Respiratory

e Prophylactic flucloxacillin may be given orally for the first year:
o Dose 45mg/kg/day in 3 divided doses. (15mg/kg/dose)
o Dose adjusted based on weight.

e If symptomatic, treat until symptoms settle with oral flucloxacillin at full treatment doses
(25-50mg/kg tds). NB if neonate under 7 days of age please refer to neonatal dosing),
until sputum culture results known.

e Alternative prophylactic antibiotics, if flucloxacillin is not tolerated, include Cephalexin
and Augmentin duo.
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Gastrointestinal

e Allinfants with cystic fibrosis need to have stool collected for faecal elastase in order to
determine whether patients are pancreatic sufficient/insufficient.

o Results may take 1-2 weeks.

e Whilst awaiting results the decision to commence pancreatic enzyme therapy is a
clinical one based upon factors including:

o Child’s weight gain

o Abdominal symptoms

o Evidence of fat in the stools

o Documented malabsorption of fat soluble vitamins (A, D and E).

e Infants who present with meconium ileus are more likely to be pancreatic insufficient
and will commence enzymes once feeding is established as per the dietitian.

o Subsequently, a stool sample for faecal elastase is collected.

e All children who are pancreatic insufficient commence multivitamin supplements to
achieve normal vitamin A, D and E levels. At present VITABDECK preparation is used
in all ages. Infants may present with jaundice, synthetic liver problems, haemolysis,
vomiting and salt depletion.

e Gastroenterology are asked to see newly diagnosed infants within the first 3 months
(once blood results and faecal elastase results are available).

Nutrition

e The dietitian will cover the following at CF diagnosis:
o Role of Dietitian within the CF team
o Assessment of growth and adequacy of breastfeeding/ formula feeding.
= Growth needs to be corrected if the infant is premature.
o Explanation of basic nutrition and digestion
o Effect of CF on digestion and growth
o Explanation of the faecal elastase test
o Possible need for pancreatic enzyme replacement therapy (PERT).

o Practical demonstration of PERT administration if to commence Requirement for salt
supplementation

o Methods of access to CF Dietitian.

e See CF Manual - Nutritional Management for further information.
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Physiotherapy

e Explanation to parents or care givers of

o The role of physiotherapy and airway clearance in CF. Why physiotherapy is
required and how it works.

o The rationale of the different physiotherapy techniques and how these will change
as the child grows and develops.

e Demonstration of the appropriate physiotherapy techniques (or airway clearance
techniques), after which the parents are taught to do the technique themselves.

o For an infant this is modified postural drainage and percussion.’
e Parents are taught an appropriate home physiotherapy program including frequency
and timing.
o This is usually 15-30 mins daily (3-5 minutes per position), depending on the age /
size of the baby.
o If the child develops a productive cough or chest infection the frequency of
physiotherapy is increased to 2-3 times daily.
e Parents are educated on how to look for signs of an exacerbation.’

e Physiotherapy should be performed:

o before or at least 1 hour after a feed to minimise the risk of vomiting and pulmonary
aspiration and is not done while the baby is asleep.

o ataregular time each day that best suits family life, and methods to aid adherence
are also discussed.

e As babies cough spontaneously with secretions, there is no need to stimulate a cough
in an asymptomatic baby.1

e Encouragement of active play and explanation that exercise will be very important from
a young age.

e Review by the physiotherapist at their first clinic appointment to review progress.

Nursing

The aim of nursing intervention at diagnosis is to explain the role of the CF nurse consultant
as a member of the CF team.

This includes:

e Clinical assessment and advice

e Education of patient and family

e Education of other health professionals and carers involved in the life of the child
e Advocacy

e Case Management
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The goals at the end of the new diagnosis period are to:

e Ensure patients and families are provided with a basic understanding of CF and
treatment plans for their child

e Ensure families are aware of available supports and how and when to contact them.

Topics covered during new diagnosis education include:

e Normal function of the respiratory system

e Changes related to Cystic Fibrosis

e Signs and symptoms of an URTI

e Signs and symptoms of a LRTI

e Infection control principles in CF care

e Antibiotic use in Cystic Fibrosis including prophylaxis and for treatment
e Genetics

¢ Indications for contacting the CF Nurse Consultant
e Cystic Fibrosis clinic (routine and interval checks)
e Sputum samples (how, why and when)

e Chest X Rays

e Smoking and CF

e Nebulisers

e Medications used in CF and how to obtain them

e Reproductive system changes

It is recognised that it is often not possible to discuss all these areas of management during a
short period. Education programs are tailored to the needs and the abilities of individual
families. For this reason, new diagnosis education may take several months to years to
complete.

Genetics

e All newly diagnosed patients are offered a consultation with their local Genetics Service.

e Consultations usually cover:
o Discussion of child’s genotype and phenotype
o Carrier testing for parents
o Cascade testing for family members as requested

e Screening in future pregnancies will be discussed and the methods of obtaining
antenatal diagnosis explained.

e A referral is required.
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Social Work /Psychology

e At the time of diagnosis of CF, or shortly after, the Social Worker or psychologist on the
CF team will see parents and other family members if necessary.

e The aim of at this time is to conduct an initial psychosocial assessment for the family
and to provide:

o An explanation of the role of the Social Worker and psychologist within the CF team.

o Acknowledgment that a diagnosis of CF can be distressing for the patient,
parents/caregivers and other family members and may result in feelings of shock,
grief and loss.

o Assistance in adjusting to the CF diagnosis and processing the associated feelings
of shock, grief and loss.

o Assistance in managing practical and logistical concerns emerging from
hospitalisation, diagnosis and care of a child with CF.

o Provision of information about support services and referrals to meet individual
needs.

e |tis acknowledged that a diagnosis of CF can often precipitate reactions similar to
shock, grief and loss, as parents come to terms with the implications a diagnosis of CF
will have for their child, themselves and genetic implications for future pregnancies.

e Responding to these issues promptly assists families in their adjustment, however the
grief reactions of both the child and the family may need ongoing monitoring and
support throughout childhood as the child’s understanding of CF evolves with their
changing developmental stage.

e At the time of diagnosis, the aim is to ensure that the following areas are covered:
o Assessment of family’s reaction to CF.
o Assessment of family’s composition, roles, relationships.
o ldentification of support systems available to the family.
o Identification of and referral to support organisations available to the family.
o Family’s understanding of and ability to articulate general information about CF.

o Family’s fears/hopes/worries are acknowledged and explored, with appropriate
support and intervention provided to the family in a timely manner.

o ldentification of financial assistance available to CF families.

o General understanding of the composition of the CF team.
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Community Liaison

The aim of Community care is to allow children to remain at home whenever possible at the
same time ensuring appropriate care and support is available.

Education is available for any health professional or other agency involved in the care of
children with CF.

Education is routinely provided (as requested) for

e Baby health centres
e Pre schools

e Schools

e Community Nurses
e Base hospitals

This education is usually provided by the CF CNC however all members of the CF team are
available to provide information and support when necessary.

Resources available to patients and families in the community include but are not limited to:
e Cystic Fibrosis Treatment Centre
e CF together - Community support group
e Cystic Fibrosis Clinical Nurse Consultant
e General Practitioner / Paediatrician
e Baby Health Nurse

e Hospital in the Home services (HITH) can provide nursing and physiotherapy care in the
home for short periods of time, For example

o Completing a course of IV antibiotics
o Support with beginning a new treatment

Some useful websites:
e Cystic Fibrosis Australia: www.cysticfibrosis.org.au

e Cystic Fibrosis Canada: www.cysticfibrosis.ca

e Cystic Fibrosis Trust UK: www.cftrust.org.uk

e North American CF foundation: www.cff.org

Copyright notice and disclaimer:

The use of this document outside Sydney Children's Hospitals Network (SCHN), or its reproduction in
whole or in part, is subject to acknowledgement that it is the property of SCHN. SCHN has done
everything practicable to make this document accurate, up-to-date and in accordance with accepted
legislation and standards at the date of publication. SCHN is not responsible for consequences arising
from the use of this document outside SCHN. A current version of this document is only available
electronically from the Hospitals. If this document is printed, it is only valid to the date of printing.
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