Government of Western Australia Perth Children’s Hospital
Child and Adolsscent Health Service Children’s Antimicrobial Management Program (ChAMP)

GUIDELINE

Cystic Fibrosis - Paediatric
Scope (Staff): ‘ Clinical Staff — Medical, Nursing, Pharmacy

Scope (Area): Perth Children’s Hospital (PCH)

Child Safe Organisation Statement of Commitment
CAHS commits to being a child safe organisation by applying the National Principles for Child Safe Organisations. This is a commitment

to a strong culture supported by robust policies and procedures to reduce the likelihood of harm to children and young people.

This document should be read in conjunction with this disclaimer
e These are empiric guidelines. Treatment may require modification due to known microbiology, previous treatment response
or allergy status. Please contact infectious diseases to discuss treatment at any stage.

e In patients who receive aminoglycoside (IV or inhaled) treatment, audiology should be conducted as an outpatient after the
admission to monitor for adverse effects. Additional assessment is required if there is onset of tinnitus or an increase in the
severity of tinnitus.

e All patients should receive the annual influenza vaccine
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https://www.cahs.health.wa.gov.au/For-health-professionals/Resources/CAHS-Clinical-Disclaimer

CLINICAL
SCENARIO

Exacerbation of
cystic fibrosis

Children = 4 weeks
of age

Usual
duration

10-14
days

Cystic Fibrosis - Paediatric

DRUGS/DOSES

Standard Protocol

IV ceftazidime 50 mg/kg/dose (to a maximum of 3 grams) 8 hourly
OR
IV piperacillin/tazobactam 100 mg/kg/dose (to a maximum of 4 grams piperacillin component)
8 hourly
OR
IV cefepime 50 mg/kg/dose (to a maximum of 2 grams) 8 hourly

STRONGLY CONSIDER ADDITION of

IV tobramycin 10 mg/kg/dose (to a maximum initial dose of 660 mg) once daily with
subsequent doses based on area under the curve therapeutic drug monitoring up to a

maximum of 15 mg/kg/dose or 750 mg once daily (whichever is less). Ensure patients are well
hydrated prior to commencement

Refer to individual ChAMP monographs for Hospital in the Home (HITH) suitability.

Monitoring

Tobramycin Area under the
Curve (AUC) measurement
with the FIRST or SECOND
dose, after any dose change
and weekly for duration of
treatment.

Weekly Full Blood Count
(FBC), Electrolytes, Urea and
Creatinine (EUC) and Liver
Function Tests (LFTs).

Monitoring for vestibular
toxicity should occur whilst on
IV tobramycin and audiology
assessment following
admission.

Page 2 of 8

ChAMP Manual



https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Ceftazidime.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Piperacillin%20Tazobactam.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Cefepime.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Tobramycin.pdf

CLINICAL
SCENARIO

Usual
duration

Cystic Fibrosis - Paediatric

DRUGS/DOSES

Standard Protocol

Monitoring

Eradication of
Pseudomonas
aeruginosa in a
child with cystic
fibrosis

Variable

Eradication should be considered for all patients on the first isolation of Pseudomonas
aeruginosa or after previous negative cultures from a sputum sample or bronchoalveolar
lavage (BAL).

As for treatment of exacerbation of cystic fibrosis (see indication above). This may be followed
by a course of inhaled tobramycin with or without the addition of oral ciprofloxacin (see dosing
below)

Inhaled tobramycin
Children 6 months to 2 years old 150 mg twice daily via nebuliser
Children 2 years and older 300 mg twice daily via nebuliser. OR
Children 6 years and older 112 mg (4 x 28 mg capsules) administered twice daily via dry
powder inhaler

CONSIDER ADDING
Children = 4 weeks of age: oral ciprofloxacin 15-20 mg/kg/dose (to a maximum of 750 mg) 12

hourly. Consider the following suggested dose bands below to allow rounding to the most
appropriate tablet size.

Weight |
<6 kg

Dose
20 mg/kg twice daily (consider

liquid formulation)
125 mg twice daily

187.5 mg twice daily
250 mg twice daily

312.5 mg twice daily
375 mg twice daily
500 mg twice daily
625 mg twice daily
750 mg twice daily

6 kg to < 8.4 kg
8.4 kg to <11 kg
11 kg to <14 kg
14 kg to <17 kg
17 kg to <22 kg
22 kg to <28 kg
28 kg to <35 kg
= 35kg

Alternative regimens are available on discussion with Infectious Diseases and Respiratory for
individual patients or refractory cases.

For children on courses of oral
antibiotics beyond 2 weeks of
therapy recommend FBC,
EUC and LFTs be done at 2
weeks and repeated if
abnormal.

ciprofloxacin: patients should
be instructed to alert team if
any symptoms of arthropathy
(e.g. bone or joint symptoms)
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https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Tobramycin%20inhaled.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Ciprofloxacin.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Ciprofloxacin.pdf

Cystic Fibrosis - Paediatric

CLINICAL Usual DRUGS/DOSES o
Monitoring

SCENARIO duration Standard Protocol

Strongly consider attempting eradication of MSSA in patients if abundant growth of MSSA or

o in cases where the patients lung health is not tracking optimally.
Eradication of

Methicillin Children = 4 weeks of age: oral cefalexin 20 mg/kg/dose (to a maximum of 750 mg) given
sensitive every 8 hours
Staphylococcus | 10-14 days IN CONJUNCTION WITH
aureus (MSSA) in L _ _ L L
a child with cystic Decolonisation for patients and family as part of the eradication. Apply hasal mupirocin 2%
fibrosis ointment to nares twice daily for 5 days AND chlorhexidine 2% hand and body wash (for

children = 3 months old) as a daily body wash for 5 days. Refer to: MRSA and MSSA
Guidelines for Staphylococcal decolonisation for further information.
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https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Cephalexin.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General-documents/Health-professionals/ChAMP-Guidelines/MRSA-and-MSSA-guideline-for-staphylococcal-decolonisation-paediatric.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General-documents/Health-professionals/ChAMP-Guidelines/MRSA-and-MSSA-guideline-for-staphylococcal-decolonisation-paediatric.pdf

CLINICAL
SCENARIO

Usual
duration

Cystic Fibrosis - Paediatric

DRUGS/DOSES

Standard Protocol

Monitoring

Eradication of

All patients with cystic fibrosis who have MRSA isolated from sputum samples should attempt
MRSA eradication as below.

Oral cotrimoxazole 4 mg/kg/dose (to a maximum of 160 mg trimethoprim component) 12

Methicillin hourly
Resistant FBC, EUC, LFTs only after two
Staphylococcus | 10-14 days IN CONJUNCTION WITH weeks on treatment (i.e. if
aureus (MRSA) in Decolonisation for patients and family is recommended as part of the eradication. Apply nasal course is repeated).
a child with cystic mupirocin 2% ointment to nares twice daily for 5 days AND chlorhexidine 2% hand and body _
fibrosis wash (for children = 3 months old) as a daily body wash for 5 days. Refer to: MRSA and Cease treatment if
Children = 4 weeks MSSA Guidelines for Staphylococcal decolonisation for further information. gz;‘;%eg)‘zgg;%g?ug
of age
AND CONSIDER adding
Oral rifampicin?15 mg/kg/dose (to a maximum of 600 mg) once daily
CONSIDER .
Prevention of Oral azithromycin as an anti-inflammatory agent: e\l;;ngarggniEfor:%T:g;Zi q
frequent Children = 4 weeks — 6 years: 10 mg/kg/dose (to a maximum of 250 mg) three times a week y COUrSes
exacerbations or Children = 6 years AND 25 — < 40 kg: 250 mg three times a week '
primary Lrjr?otnothlsz Children = 6 years AND 2 40 kg: 500 mg three times a week

prophylaxis in a
child with cystic
fibrosis

OR
Children 2 1 year: 30 mg/kg/dose (to a maximum of 1.5 grams) once a week

Exclude non-tuberculosis mycobacterial infection prior to initiation
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https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Trimethoprim%20Sulphamethoxazole.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General-documents/Health-professionals/ChAMP-Guidelines/MRSA-and-MSSA-guideline-for-staphylococcal-decolonisation-paediatric.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General-documents/Health-professionals/ChAMP-Guidelines/MRSA-and-MSSA-guideline-for-staphylococcal-decolonisation-paediatric.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Rifampicin.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Azithromycin.pdf

Cystic Fibrosis - Paediatric

CLINICAL Usual DRUGS/DOSES

SCENARIO duration Standard Protocol Monitoring

Diagnosis is based on both clinical findings and immunological investigations:
o Aspergillus infection. Aspergillus isolated from a respiratory specimen or
precipitins/IgG to A. fumigatus
e Clinical signs/symptoms: clinical deterioration not attributable to another aetiology OR
new abnormalities on chest imaging unresponsive to antibiotic therapy
o Allergic sensitisation: Serum total IgE >500 international units/mL and positive skin
prick testing (SPT) OR IgE to A. fumigatus

FBC, EUC and LFTs
performed monthly.

Itraconazole levels should be
measured 7 days after
commencing, after any dose

Allergic Broncho- : Once AE’.PA conﬂr_me(_j: change or after any change in
pulmonary Systemic glucocorticoids as first line therapy. the formulation. Target levels
AS?:E%I,IA?)SIS For refr_actory or severe cases cqnsider add_itiqn of: 1=4molL.
_ Oral itraconazole®with therapeutic drug monitoring Once the dose is stable,
Chlldreor; zgﬂéweeks (adjunctive therapy or as a steroid sparing agent) in discussion with Infectious Diseases: levels should be checked

. I monthly.
Itraconazole® (Lozanoc®) capsules: 1.25 — 2 mg/kg/dose (to a maximum initial dose of

100 mg) twice daily.
OR
ltraconazole® (SAS approval required) liquid: 5 mg/kg/dose (to a maximum initial dose of 100
mg) twice daily

Note: Itraconazole interacts with many medications including ivacaftor / lumacaftor. Contact
Pharmacy for advice.

a. Rifampicin is a red/protected ChAMP agent. However, when used in accordance with this guideline, prescribers do not need approval from
infectious diseases prior to prescribing.

b. The available itraconazole formulations (Lozanoc® capsules and SAS formualtions) are NOT interchangeable. Only Lozanoc® capsules are kept

at PCH. ALL prescriptions should state the formulation and brand required. Lozanoc® is the preferred brand of capsule due to less variability of
bioavailability.
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https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Itraconazole.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Itraconazole.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Itraconazole.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Rifampicin.pdf
https://pch.health.wa.gov.au/~/media/Files/Hospitals/PCH/General%20documents/Health%20professionals/ChAMP%20Monographs/Itraconazole.pdf

Cystic Fibrosis - Paediatric

Related CAHS internal policies, procedures and guidelines

Antimicrobial Stewardship Policy (PCH Website)

ChAMP Empiric Guidelines
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https://healthpoint.hdwa.health.wa.gov.au/policies/Policies/CAHS/CAHS.PM.AntimicrobialStewardship.pdf
https://pch.health.wa.gov.au/For-health-professionals/Childrens-Antimicrobial-Management-Program
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request.
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