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REMARKABLE CHANGE IN PROGNOSIS FOR PEOPLE WITH CF



ÅMedian survival  has 
increased from few 
months to mid Thirties

ÅOverall outlook will 
continue to improve 
until more specific 
treatment of basic 
defect available

ÅDue entirely to 
better 
ôconventionalõ 
treatments all 
developed CF 
centres
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Progress since CF first described in 1938



Guidelines , Standards, Experience?

ÅOutcome closely related to treatment 
received

ÅFine details of management important

ÅòEvidence-basedó answers may be too 
slow, unavailable or quite inappropriate

ÅClinician needs clear guidance based on 
a combination of experience, various 
grades of evidence i.e. making use of all 
the available information

ÅConsensus Groups bring together the 
details of best current practice, wide 
experience and available evidence



UK CF 

Working Party 1982

2001 (& 2007)

1996



Standards of care for 

patients with cystic fibrosis: 

a European Consensus                  
Kerem et al, for the Consensus Committee 

J Cyst Fibros 2005;4:7

ÅTo define standards for the 

routine evaluation, monitoring 

and treatment of patients with CF 

in Europe

ÅAs a basis for auditing CF care

ÅTo provide data for comparison 

between CF Centres

2004
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The ECFS Consensus Group and all other 

groups unanimous on the need for 

CF CENTRE CARE

ÅCF requires an holistic approach

ÅA team of health care professionals is essential 
for optimal patient management and best 
outcomes

ÅFrequent clinical evaluations by doctors and 
health workers trained and experienced in CF 
care and early interventions

ÅImprove survival and quality of life

ÅBUT still not accepted by all physicians and 
paediatricians working in smaller units



Dr Carl Doershuk Dr LeRoy Matthews

1957- Dr LeRoy Matthewsõ òcomprehensive and 

prophylactic (preventive) treatment programmeó

Matthews et al J Pediatr 1964; 65:5

Doershuk et al, J Pediatr 1964; 65:677

Formed the basis of CFF Centre care programme

1957 - Cleveland parents request 

òresearch orientated treatment CF 

programmeó

Dr. Leroy Matthews started his 

program : ð

- Early correct diagnosis

- Treat all aspects

- Data to validate effect 

- Regular physiotherapy

- Monthly respõ cultures

- Specialised microbiology 

- Nebulised phenylephrine 

- Mist tents 

Mortality fell from 10% to 

2% by 1960 - some 

paediatricians couldn't 

belief the results



ÅTreat all CF problems

ÅIn a major university or teaching 
hospital 

Å24 hour patient access for advice 

ÅLinks with other consultant colleagues
in  gastroenterology, hepatology, 
endocrinology, ENT, paediatric & general 
surgery, radiology, O&G, infectious disease, 
rheumatology, ophthalmology, nephrology, 
expert CF microbiology service, other 
laboratories

ÅFacilities to treat pneumothorax, 
haemoptysis, ABPA, mycobacterial 
infection, DIOS, variceal bleeding, portal 
hypertension, cirrhosis, diabetes, 
osteoporosis, respiratory failure, 
pancreatitis, hearing loss, nasal polyposis, 
chronic sinusitis

ÅCoordinate shared care with smaller 
clinics & take ultimate responsibility?

ÅEstablish liaison with a transplant centre 

MINIMUM OF 50 PATIENTS

Toronto

Copenhagen

Leeds

Specialist CF Centres



CF Centre

ÅReliable sweat tests 

ÅGene mutation analysis

ÅVenous access  expertise 
(TIVAD)

ÅEnteral feeding service

ÅBronchoscopy service

ÅX-rays & CT scanning 
facilities

ÅPulmonary function 
laboratory

ÅCF microbiology service

ÅProtocols and 
arrangements to treat all 
complications 

ÅArrangements for 
transition to adult care

ÅCF education, monitoring, 
data collection

ÅClinical research , CF 
meetings & publications

ÅEnsuring patient/parent 
involvement in the service 

ÅCF related psychological 
support 



Evidence supporting value of 

CF Centre care

ÅDenmark (Neilsen et 

al, 1982)

ÅVictoria (Phelan & 

Hey, 1984)

ÅUK Adult Survey 

(Walters et al, 1994)

ÅCopenhagen 

(Frederiksen et al, 

1996)

ÅUK Adult clinics 

(Mahadeva et al, 

1998) 



The CF Centre Director (0.5 per 50 patients)

ÅThe leader of the Team

ÅRespirology or 
gastroenterology

ÅCF expert

ÅPatientsõ advocate
ÅSupportive of Centre staff 

ÅAuditor & Monitor 

ÅNetwork with the many 
specialist colleagues  

ÅSecures facilities

ÅLead in communication, 
education, research

ÅRegular ward rounds

ÅWeekly CF team meeting

ÅAlways attentive to needs 
and wishes of patients & 
parents 



CF TEAM

ÅAnother CF 
specialist

ÅSpecialist nurse

ÅPhysiotherapist

ÅDietitian

ÅPsychologist

ÅSocial worker

ÅPharmacist

ÅMicrobiologist



Outpatient clinic 

ÅSegregation according to 
microbiology

ÅEvery 1-3 months (weekly after NCFS 
diagnosis)

ÅDesignated CF sessions

ÅAdequate number of clinic rooms

ÅSee CF Doctor & CF Nurse

ÅOther staff accessible if needed

ÅWeight, Height -> chart

ÅThroat swab or sputum

ÅPulmonary function tests

ÅHistory & Examination

ÅReview of treatment

ÅDiscussion with patient/parents

ÅTransition 



Inpatients

ÅIsolate unless recent infection status 

known

ÅSingle rooms with en suite facilities 

ÅParentsõ accommodation
ÅClear infection control policy

ÅB. cepacia & MRSA in separate 

cubicles on separate ward

ÅEducation and recreation facilities



The ôAnnual Reviewõ

òSuccess of 
treatment will 
depend on a 
complete 
assessment of the 
patient and then 
continuing 
attempts to obtain 
normal bodily 
functionó             

Crozier 1974

ÅDetailed history of events 
over the past year 

ÅFull physical examination 
and investigations

ÅIndividual reviews by CF 
Team members

ÅDecide future treatment 
plan

ÅDiscussion and 
communication

Annual Review should be 

performed at the CF 
centre


