A homogeneous standar
of care In Europe

Where are we now?
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- Dr Jim Littlewood
Chair UK CF Trust



REMARKABLE CHANGE IN PROGNOSIS FOR PEOPLE WITH



Progress since CF first described in 1938

. 1968-70
|0 1971-73
[« 1974-76
[0 1977-79

x 1980-82

© 1983-85

4 1986-88
| ® 1989-91

Median survival has
Increased from few
months to mid Thirties

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



Guidelines , Standards, Experience?

Outcome closely related to treatment
received

Fine detalls of management important

OEvi debmacseed 6 answers may
slow, unavailable or quite inappropriate

Clinician needs clear guidance based on

a combination of experience, various

grades of evidence I.e. making use of all
the available information
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Standards of care for
patients with cystic fibrosis:
a European Consensus

Kerem et al, for the Consensus Committee
J Cyst Fibros 2005;4:7

To define standards for the
routine evaluation, monitoring
and treatment of patients with CF
In Europe

As a basis for auditing CF care

To provide data for comparison
between CF Centres
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The ECFS Consensus Group and all other
—— groups unanimous on the need for

ecs: CF CENTRE CARE

CF requires an holistic approach

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

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

Improve survival and quality of life

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



1957-Dr Le Roy MatthewsO0 oOcoO|
prophyl actic (preventive)

1957 - Cleveland parents request
oresearch orientat
programmeo

Dr. Leroy Matthews started his
program : 0

- Early correct diagnosis

- Treat all aspects

- Data to validate effect

- Regular physiotherapy

-Mont hly respd c

| - Specialised microbiology
Dr Carl Doershuk Dr LeRoy Matthews - Nebulised phenylephrine
- Mist tents
Matthews et al J Pediatr 1964: 65:5 Mortality fell from 10% to

2% by 1960 - some
paediatricians couldn't
belief the results

Formed the basis of CFF Centre care programme

Doershuk et al, J Pediatr 1964; 65:677



Specialist CF Centres
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Treat all CF problems

In a major university or teaching
hospital

24 hour patient access for advice

Links 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

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

Coordinate shared care  with smaller
clinics & take ultimate responsibility?

Establish liaison with a transplant centre

MINIMUM OF 50 PATIENTS



CF Centre

Reliable sweat tests
Gene mutation analysis

Venous access expertise
(TIVAD)

Enteral feeding service
Bronchoscopy service
X-rays & CT scanning
facilities

Pulmonary function
laboratory

CF microbiology service

Protocols and
arrangements to treat all
complications

Arrangements for
transition to adult care

CF education, monitoring,
data collection

Clinical research , CF
meetings & publications

Ensuring patient/parent
iInvolvement in the service

CF related psychological
support



Evidence supporting value of
CF Centre care
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7+ Modified life tables in 5 year periods using 5 year age bands for CF patients treated at
the Danish CF Center. Analysis by age. P < 0.0001 (Poisson regression), PY = person years.

Denmark (Neilsen et
al, 1982)

Victoria (Phelan &
Hey, 1984)

UK Adult Survey
(Walters et al, 1994)

Copenhagen
(Frederiksen et al,
1996)

UK Adult clinics
(Mahadeva et al,
1998)



The CF Centre Director (0.5 per 50 patients)
A

A Respirology or
gastroenterology

CF expert

Pati entsd advoca
Supportive of Centre staff

Auditor & Monitor

Network with the many
specialist colleagues

A Secures facilities

Lead in communication,
education, research

Regular ward rounds
Weekly CF team meeting

A Always attentive to needs
and wishes of patients &
parents




=Gl
AAnother CF
specialist f_
Specialist nurse
Physiotherapist
ADietitian
Psychologist
Social worker
APharmacist

AMicrobioIogist




Outpatient clinic

ToT>o

A See CF Doctor & CF Nurse
Other staff accessible if needed
Weight, Height -> chart
Throat swab or sputum
Pulmonary function tests
History & Examination
Review of treatment
Discussion with patient/parents

A Transition




Inpatients

Alsolate unless recent infection status
known

ASingIe rooms with en suite facilities
APoaenie’lmctcmﬁmoajotiom mmodat i
ACImIriirimtidilonammlrpbtin‘licy

AB. cepacia & MRSA Inseparate
cubicles on separate ward

AEducatitvraod dewesatiatidadlitistities



OSuccess
treatment will

COTIEETe
assessment of the
patient and then
continuing
attempts to obtain
normal bodily
functi ono
Crozier 1974

O

O Annual

A Detalled history of events
over the past year

Full physical examination
and investigations

Alndividual reviews by CF
Team members

ADeCide future treatment
plan

ADiscussion and
communication

Annual Review should be
performed at the CF
centre
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