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SECTION B PART 1 - SERVICE SPECIFICATIONS

Service Specification
No.

Service

E13/S(HSS)/g

Primary Ciliary Dyskinesia (PCD)
Management Service(Children)

Commissioner Lead
Provider Lead

Period 12 months
Date of Review

1. Population Needs

igns of lung disease in Primary
Ciliary DysklneS|a (P ifi i without this speC|aI|st input,

, surgical intervention including lobectomy
edy 2007) and lung transplantation (Noon 2004,

diagnosis @F PCD but stabilises following diagnosis and appropriate treatment (Corki
1981, Elerm@an 1997 and Hellinckx 1998) demonstrating that lung damage results
ment and can be prevented by early treatment and intensive therapy
(Ellerman 1997). A more recent longitudinal study has shown that lung function may
continue to deteriorate in a minority of cases despite therapy (Marthin 2010) but the
decline in lung function is reduced.

Importantly, poor lung function improves in some patients once aggressive treatment
is instigated (Marthin 2010).

The early detection and management of infections in children with PCD is difficult, in
comparison to patients with, for example, cystic fibrosis (CF). Unlike CF patients,
children with PCD have a persistent wet cough even when well. Infection is generally
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accompanied by a normal chest x-ray, the chest may sound within normal limits for
that individual and infection is rarely accompanied by pyrexia.

Bronchoscopy is sometimes the only way to obtain samples for microbiological
analysis, particularly in children <6 years. The indications for bronchoscopy are
different in PCD patients. Additionally, the bronchoscopy need to be undertaken by
someone who regularly scopes children with PCD as the gross findings are different
to patients with other diseases such as CF. Because of the problems with secretions
in PCD, patients are at high risk of atelectasis and collapse if a specialist
physiotherapist is not present during the procedure to clear secretiol§3AN expert
knowledge of this patient group is therefore essential to detect early ch
instigate vigorous management to prevent the long term damage thata
early respiratory failure in adulthood.

with sinusitis. Audiology and Ear, Nose & Thro
experienced in PCD is therefore required to ens
required for normal hearing, prevention of speech'd
educational achievement.

A PCD service is markedly different in s
In addition to the specialist skills required
hysiotherapist, the service needs_s

or general respiratory clinic.
ory clinician and

F clinics, in particular ENT
“Patients with PCD do not have
etetic input available in CF

anagement of PCD (Barbato 2009; Bush 2007)

2.1 Aims and objectives of service

PCD is a relatively rare (estimated between 1:26000 and 1:40000) hereditary
disorder characterised by chronic infection of the upper and lower airway. In
addition, approximately half the patients have situs inversus and male infertility is
common.
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The airway symptoms are caused by impaired mucociliary clearance which results in
accumulation of airway secretions often containing bacteria and allergens, leading to
inflammation and chronic infection. The impaired mucociliary clearance is a
consequence of abnormal ciliary beat function. Without appropriate early treatment
progressive chronic lung disease and bronchiectasis develop, and mismanagement
of hearing impairment is common.

The service will provide access to specialised clinical care for all children in England
with PCD.

The multi-system problems related to PCD are highly disease-specific
with PCD require access to a multi-disciplinary team (MDT) uniquely
these systems to optimise their care.

Aims

The service aims are:
e to ensure that all patients, wherever they li
according to current PCD standards of car
e to ensure children are seen at least annually.

recommended by the specialist team. tg
e to diagnose early, and then monitor a

receive appropriate respiratory, ENT [ hysiotherapy care and care
for other conditions associate edarning difficulties,

e to provide edu : 2SS patients/families and
educators on the i PCD making it a priority to
emphasise the poter ondltlon and prevent the poor outcomes
in under treati lisea

e to reduce the idi portality related to PCD, as well as the economic
burden, associé i agnosis and poorly managed disease.

ultidisciplinary service for children diagnosed with PCD

long-term complications of PCD by ensuring that all patients receive
are to enable them to enter adult services with optimal lung function
and heaning, and the health-education to maintain good PCD management in
adulthood.

The purpose of the service will be to:

e develop an equitable national PCD service in which children with PCD have
access to a specialist PCD MDT at least annually

e provide personal management plans for each patient annually, the provision of
which will be delivered by local services
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e provide specialist advice and support to local providers of care, and in difficult
cases to review the patient between annual visits

e develop and share national PCD protocols and guidelines, ensuring that local
clinical teams are provided with management guidelines, and have access to
specialist advice when needed

e provide a national forum to discuss difficult management decisions

e provide a specialist PCD bronchoscopy service

e improve awareness and management of PCD within the UK by education and
provision of an excellent service

o offer patient-centred assessment and management regarding th ny organ
specific problems associated with PCD

e minimise impact on the patient and their family life, education a

Outcome measures

The service must collect the following data annually to moni
throughout childhood:
e lung function (% predicted forced expirator ed vital
capacity (FVC))

e audiometry (decibels of hearing loss) relativ
e health-related quality of life, disease-specifi
families.

At transition to adult services must repo
e percentage of patients with norm
e improvement in hearing (de

2.2 Service descrip
Care and referral pa

set out below. At the outset of the service, all
dentified with PCD will enter the service. From
- ts must be referred to the service from the PCD
onally patients diagnosed at PCD specialist centres in
erred.

ust be seen at least annually by the PCD MDT as an outpatient. Care
e year will be recommended by the specialist PCD team, for delivery by
local teams.

Patients must transition to adult services with recommendations for on-going care.

Structure of proposed service
e Out-patient based service for patients referred to diagnostic centres
e Four PCD management centres in England. Patients will be shared between
centres based on geographical location.
e Based at the three existing PCD Diagnostic Centres (Southampton, Leicester
and the Royal Brompton Hospital), with an additional centre (Bradford/Leeds) to
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reflect the high prevalence of PCD in their local population and to provide a
geographically accessible centre for patients in the North of England.

e MDT clinic structure to provide patient access to all the specialists involved in
the patient’s care. The required combination of specialists is unique to the
specific problems encountered by PCD patients and cannot be met by
combining with other respiratory specialist clinics catering for patients with other
forms of chronic suppurative lung disease.

e A disease monitoring and management programme with a remit to provide
advice, oversee and coordinate management.

e A service tailored to key life stage events to maximise the bene
programme for the changing needs of patients with transitional care
practice.

e In-patient admissions at local NHS Trust. Supported by this ser
necessary but in-patient care is not part of the proposed service

’ N

the
0 adult

Diagpostic Seryrice

PCD
M anagement
Service
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Clinic provision:

Total PCD clinics — based on 304 patients nationally per annum for annual review,
transition and follow up, will require 100 clinics per year nationally:
e annual review - six patients per consultant clinic requiring the equivalent of 60
annual review clinics per year (15 clinics per centre)
o follow up clinics for patients who need more intense levels of specialist care. It is
estimated that 40 clinics nationally (10 per centre) per annum will cater for this.
e transition clinics — each centre will lead the adolescent patient towards transition
into their local adult clinic. These will be incorporated into the prop@sed 25
clinics.
e outreach clinic capacity will be available within the proposed stafii

local audiology and ENT specialists to attend.
e pre- and post-clinic MDT meetings.
e all patients are discussed prior to each visi
management needs can be met and dealt
e post-clinic meetings will ensure that clear gui
are discussed and disseminated to the shared c
be checked and acted upon where reg

Each PCD clinic will therefore require a
administration processes and follow up o

hours of time for meetings,

Advisory phone se

working hours. Itis ; advice will contribute to a half consultant
session, and two nursi 5 per week. The Clinical Nurse Specialist (CNS)

Vill have access to the following specialists at each visit; a respiratory
t, an ENT consultant, an audiologist, a respiratory technician (lung
1y outstanding diagnostics), PCD clinical nurse specialist, PCD
audiology technician.
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Figure: clinic structure
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Additional services

e lung function. Annual review patients must
specialist laboratory. Longitudinal lung fun
acted upon

e sputum culture for micro-organisms

e Dbronchoscopy - run by the PCD consul

¢ newly diagnosed pati s'Will be offered bronchoscopy to
[ aeir i S. This is impossible to ascertain

o | [ and high resolution computed tomography (CT)
ifed to assess and monitor extent of disease. Around
2 HRCT per annum, with most patients having at

requwe the same database and technical support for data entry and
ance support.

Risk managé

Care delivered by the PCD management service providers must be of a nature and
guality to meet the care standards, specification and agreement for the service. It is
the trust’s responsibility to notify the commissioner on an exceptional basis should
there be any breaches of the care standards. Where there are breaches any
consequences will be deemed as being the trust’s responsibility.

Patients must be managed in line with the specification and care standards. Any
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deviation from these which has not been approved by NHS England is at the trust’s
risk both clinically and financially. It is the trust’s responsibility to inform the
commissioners of any such non-approved deviations on an exceptional basis.

Where a patient’s presentation challenges the assumptions that underpin the
specification, service standards and contractual arrangements, it is the trust’s
responsibility to inform the commissioners on an exceptional basis, prior to any
treatment (except for emergency treatment) so that the implications of the patient’s
requirements can be considered. This does not affect situations where the
Individual Funding Application process applies.

Service model and care pathways:

PCD pathway
Routine care
PCD
diagnosis
I

Routine

General

: Specialist
Practitioner/ Hospital/ PCD
Primary Care Respiratory Centre
Specialist

Transition to
adult care

of PCD made by English PCD Diagnostic Service
of PCD made by recognised international diagnostic centre

y, patients with a strong likelihood of PCD but in whom a definitive
remains difficult, will be reviewed in the service.

e The specialist centres will provide paper and internet-based guidelines for the
management of PCD

e The GP will remain responsible for non-PCD related health care issues
e Immunisations remain the responsibility of primary care. Specific guidelines
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(e.g. for epidemic influenza) will be provided by the centres
e The GP will inform the specialist centre of significant treatments or patient
ISsues.

Local hospital

e The specialist centres will provide paper and internet based guidelines for the
management of PCD
Patients should be offered appointments at least 3 monthly at either their local
hospital or specialist centre.

e The clinician reviewing the patient should have a specialist interestY@ipaediatric
respiratory care.

e The patient should be seen by a multi-disciplinary team includi
physiotherapist.

e The patient should have lung function measured (if age approprie
collected for microscopy, culture and sensitivity (MC&3

patient if >14 years).
e Open access for advice from local team. Th
the specialist team to refer on questions an i ) an be passed
back to the families.

Specialist centre

The specialist centre is responsible fo s with

[ ]
e pulse oxymetry
e sputum (MC&S)
¢ physio techniques — monitor and update
e exercise plan — monitor and update
¢ lung clearance index
e any bloods etc.
¢ In addition the centre shall provide the following as required:
e additional clinic review and assessment for patients not doing well
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support for Disability Living Allowance (DLA) forms

bronchoscopy

assessment for planned general anaesthetic

fitness to fly assessments

chest x-rays and High Resolution Computed Tomography (HRCT)
advice regarding hearing/provide hearing aids.

provide adjuncts for physiotherapy.

peer specialist advice to local hospital (physio to physio, nurse to nurse,
etc)

home assessment

e school reviews.

PCD pathway
Acute care
Foutine PCD Care
(eneral Pracfitioner
L ~
|
[ ﬁ " 1
Local Hospitalf Specialist FCD Centre
Respiratory Centre

Discharge

f | |
J

Continue therapy at

fl Treatment finishead. 1
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PAEDIATRIC PCD CLINICAL CARE PATHWAY

ACUTE

Entry to pathway:

GP

Patient under the routine care of PCD Management service. Acutely unwell.

The specialist centres will provide Standard Operating Procedures
common management problems including indications for discussig

The GP may be contacted about non-PCD r
be informed of significant events or treatmen

Unplanned hospital admissions ma
most usually respiratory exacerbation.

ent e, or individualised plans provided by the
apy is not advised. Treatment is usually 10-14

y be required for assessment of condition and treatment regimes. It
N that alterations in therapy can be continued in the local centre, but
on, these changes and assessments may require a short admission

This is most likely where specialist tests and procedures, such as
bronchoscopy are required. Completion of treatment can then be completed
at the local hospital closer to home.

Discharge

After discharge early follow-up is advised. If appropriate, this may be by
phone. The patient is then returned to usual care.

Days/hours of operation

The PCD service operates non-emergency NHS hours - Monday to Friday, 9-
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5pm. It does not operate bank holidays.
e Discharge criteria & planning including any transition arrangements
A process of transition must commence at least two years prior to discharge to
adult services

2.3 Population covered

Geographic coverage/boundaries

The service covers patients registered with an English General Prac
in the European Union and eligible for treatment in the NHS under recip
arrangements. Patients from Scotland, Wales and Northern Ireland g art of
this commissioned service and the trust must have separate arrangeg

ner, resident

2.4 Any acceptance and exclusion criteria
Accessibility/acceptability

m England
a diagnosis of
Interpreters or use of
not their first

and Scotland. The service can be accessed by any
PCD irrespective of gender, age, sex, disabili igi

actions to address gaps in accgss. Vi t"provide information to patients
* i atients and relatives as needed.

e commissioner in undertaking Equality Impact

es and routes

ith a diagnosis of PCD made by the PCD diagnostic service.

ith a diagnosis of PCD made by a diagnostic service outside the UK.

e will be expected to have diagnostic criteria compatible with those in

herwise the patient should be seen in an English diagnostic centre
prior to entry to this service.

e Inrare cases, patients in whom a definitive diagnosis has not been made, but in
whom the diagnosis is extremely likely (in the consideration of the diagnostic
service specialist).

Exclusion criteria

e Patients who are too old for paediatric services (16-18 years)
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2.5 Interdependencies with other services

Patients must be seen in the PCD specialist clinic annually. The clinic will provide
individualised and standard guidelines for the management of the patient throughout
the year to the patient’s local MDT and GP.

Telephone support will be available during normal NHS working hours (9 to 5) for
local services.

Non-specialist management e.g. IV antibiotics will be recommended
specialist service, to be delivered locally.

Specialist investigations (bronchoscopy, sputum induction) will be prowi
PCD centre. For this reason, patients may require to be seen betweg
visits, following discussion with the specialist centre.
The patient pathway (attached) reflects the interdependency for the ¢

Relevant networks and screening programmes

None

3. Applicable Service Standards

3.1 Applicable national standards e.g.

provider feedback
learning from other services

service user feedback/patient and public involvement
research
policy/ guidance on best practice e.g. NHS Institute for Innovation and
Improvement
e other communication with stakeholders

°
.
.
e needs assessments
.
.
°
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This must be an on-going and dynamic process.

4. Key Service Outcomes

Lung function (% predicted FEV1 and FVC).
Audiometry (decibels of hearing loss) relative to at diagnosis

e Health related quality of life, disease-specific and generic, for ren and their

families
Transition Measures

e % with normal lung function
e Improvement in hearing (decibels) since diagnosis

Quality & Performance Standards

All centres must work within the clinical governa ctu ute medical
trust. Where outreach clinics are to be held agreeme ust de regarding
clinical governance with the host trust.

eral Medical Council (GMC)

In keeping with the diagROstic se ar visits will be made between the three
is an excellent method of developing
best practice, partig where the evidence base is weak It ensures a
vibran{ and moving Qati with all centres adhering to the same standards.

a,professionals who share the care of our patients.

s must be reported within the acute medical trusts. All serious
s must be discussed and reported to NHS England. In addition, it will

be shared the other centres if this seems appropriate.

Summaries of audits must be presented to NHS England.

Formal meetings between the centres must be held at least annually:

to review audit results

review all publications relating to the management of PCD

in light of the above, to amend the management guidelines if required.
to discuss management of ‘difficult cases’.
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5. Location of Provider Premises

Four PCD management centres in England. Patients will be shared between centres
based on geographical location:

Royal Brompton & Harefield
Sydney St
London SW3 6NP

University Hospitals Leicester
Gwendolen Rd
Leicester LE5 4PW

Southampton University Hospital Trust
Southampton General Hospital
Tremona Road

Southampton

Hampshire SO16 6YD

Leeds General Infirmary

Consultant Respiratory Paediatrician.
Great George Street

Leeds LS1 3EX

In addition, outreach clinic capaci :
providers, a visiting PCD
i must visit outreach clinics to
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Change form for published Specifications and Products developed by Cli
Product name: Primary Ciliary Dyskinesia (PCD) Diagnosis and Management Service (C

Publication number: E13/S(HSS)/g

CRG Lead: Highly Specialised Services, Senior Programme of Care Man

Description of changes required.

al Refere
en)

e Group (CRGs)

Describe
what was
stated in
original
document

Describe new text in the
document

Section/Pa
to which ¢

Primary Ciliary
Dyskinesia
(PCD)
Diagnosis and
Management
Service
(Children)

Primary ciliary dyskinesia
management service (chi

n)

ibe why document Changes Date
quired made by change
made
1) The current adopted Highly 0512
paediatric management Specialised | 2023
service specification is located | Seryices,
at B (england.nhs.uk) —there | ganior
is a historic title duplication Programme
error, possibly dating back to of Care
2012.
Manager

ii) There is also an all ages PCD
diagnostic service which
reviews samples and refers
positive cases to the
paediatric or adult
management services for the
condition.



https://www.england.nhs.uk/wp-content/uploads/2013/06/e13-primary-ciliary-dyskinesia.pdf

iii) The Diagnostic service for

B (england.nhs.u
management sg
specification is

N00115-prescribed-specialised-
vices-manual-v6.pdf
ngland.nhs.uk) and

p.47 diagnostic service:
N00115-prescribed-specialised-
services-manual-v6.pdf
(england.nhs.uk)



https://www.england.nhs.uk/wp-content/uploads/2018/08/Diagnostic-service-for-primary-dyskinesia-adults-and-children.pdf
https://www.england.nhs.uk/wp-content/uploads/2018/06/service-specification-adult-primary-ciliary-dyskinesia.pdf
https://www.england.nhs.uk/wp-content/uploads/2018/06/service-specification-adult-primary-ciliary-dyskinesia.pdf
https://www.england.nhs.uk/wp-content/uploads/2018/06/service-specification-adult-primary-ciliary-dyskinesia.pdf
https://www.england.nhs.uk/wp-content/uploads/2018/06/service-specification-adult-primary-ciliary-dyskinesia.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf
https://www.england.nhs.uk/wp-content/uploads/2017/10/PRN00115-prescribed-specialised-services-manual-v6.pdf

