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Foreword

Children have never been hedlthier, but for those who do need medica carethereisagreat ded more
that can bedone. Inaddition parental expectationsof what should be done have never been higher.
Our principlemust bethat every child deservesthe best possible careand that thisshould be ddivered
asclosetothechild’sown homeaspossible. Many specialised services have been developedin
tertiary centres. There hasbeen amovein recent yearsto ashared care arrangement where some
aspectsof careareddiveredinthechild slocality and only thosewhich can not bedelivered thereare
giveninamorespecialist centre. Managed networksinvolving shared care are of enormousvaueto
thechild. They ensure parentsthat they will have accessto the best careintheright place by the best
team.

The principle of devolution of management embodied in Shifting the Balance of Power meansthat
Primary Care Organisationsin England and smilar structuresin the other devolved countries of the
UK now haveto commission services. However, many problemsin childhood arerdatively uncommon
so that comprehensive services can not be economically planned or commissioned at alocal level.

The RCPCH have, therefore, produced thisreport which detail sthe specialist and tertiary services
that might be required. We hope that it will be of value to the National Service Framework for
Children in England and to otherswho are planning children’ sservices. However, itisnotanendin
itself and further work is continuing to define the best servicefor children.

Findly I wouldliketothank John Jenkinsfor masterminding the production of thisreport in aremarkably
short period of time.

Professor Alan Craft
President, RCPCH
February 2004
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Introduction

Throughout the United Kingdom health services are now mainly commissioned by primary care
organisations (PCOs) on behalf of their local populations. It hasbeen recognized that single PCOs,
coveringraively smal populations, will beunableto effectively commiss on sarvicesfor rareconditions
or highly complex treatments or care packages. Although children comprise over 20% of the
population, many specific conditions affecting children are of relatively low prevaenceor require
highlevelsof specialist skill during treatment dueto the physiological needsof smaler childrenand
infants

Guidancefrom the Department of Health (DoH) on commissioning arrangementsfor specialised
sarviceswasissued in March 2003 and highlightstherolesand responsibilities of PCOsto establish
effective collaborative commissioning methods!. It pointsout that specialised servicesneedto be
incorporated in PCOs futurelocal delivery plansand in Workforce Devel opment Confederations
work programmes, and that decisionsof collaborative commissioning groups should be binding on
al PCO members. Although mechanismsfor commissioning differ indetail in Scotland, Walesand
Northern Ireland, theseprinciplesarelikely to havegenera application.

The DoH guidance states: “In particular, commissioning groups should ensurethat:
* service specifications encompassreferral guidelines, accesscriteria, treatment protocols,
standards, NI CE appraisal/guiddines;
* thereareagreed datasetsand aprocessfor monitoring activity, clinica practice and outcomes,
* clinica andfinancia risk assessmentshave been carried out for individual speciaised services
and
* service-gpecific commissioning consortiaand risk-sharing mechanismsarein placewhere

appropriate.”

Werecognisethat these objectives havenot all been achieved, but that all involved need to work
towardstheir implementation as soon as possible acrossthe range of conditions. Theaim of this
document isto catal ogue the specialised areas of paediatric care and definetheir scope, to explain
how they link primary, secondary and tertiary careto provide aseamless pathway through care, and
to define appropriate patterns of provision. Thedefinitionsof conditions needing specialised care
are based on those in the second edition Specialised Services National Definitions Set chapter 23
“Specidised Servicesfor Children” 2. Wehaved soincuded appendix 1 relating to paediatric dentistry.
Itisimportant that those respons blefor commissioning hedth servicesfor children and young people
recognisethat thislist of servicesdoesnot encompassall thosewhere provision of high quaity care
locally requires accessto specialised advice and expertise. Two exampleswould be paediatric
audiology, wherethereisincreasingly aneed for regional networking to deal with specialised services
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including cochlear implants, and child protection serviceswhere, depending onlocal factors, asupra-
district service may be needed for more complex casesand second opinions.

Thelevel of detail in each section of the report doesnot imply that these are of equal prevaence, and
each sectionincludesinformation regarding thefrequency withwhichindividua conditionsarelikey to
occur. Estimates are based where possible on popul ation prevalence studies. Population prevalence
based on birth prevalence may not takeinto account early deathsand may bean over estimate. For
afew conditionsactual population prevalencewill belessthan cumulativeincidence dueto recovery.
The prevalence and incidence rates given are where possible interpreted as number s of
casesexpected in alarge PCO with 3,000 live birthsper annum and 50,000 children under
15 year s. For somevery rare conditions expected numbersare given for the population of England
or the UK asawhole. This document cannot provide a comprehensive and detailed account of
serviceswithin each area, but rather aimsto give abroad overview of theissuesinvolved when
planning services, together with referencesto more detail ed sources. It doesnot attempt to definethe
preciseworkforce requirementsfor each specialty, though it doesindicate therole of skill mix and
other innovative solutions, and the extent to which round the clock resident medical cover isneeded.
It takesaccount of theviewsof parentswherever informationisavailable. Further copiesareavailable
free of chargefrom the RCPCH website®. Each specialty group has been encouraged to provide
more detail ed information on their work on their web site than could beincluded in thisdocument.
Contact detail sfor current representativesof thesegroupsarelistedin gppendix 2. Local commissoning
will also need to take account of factorsrel ating to demography, geography, etc. In order to develop
aprofilefor anindividual PCO or group of PCOsit may be helpful to seek advicefrom and have
further discussionswith the College representative for that region of the UK. Up to date contact
details are available from RCPCH Committee Department (telephone 020 7307 5645 /
committees@rcpch.ac.uk). Further information relating to servicesfor children and their familieswith
many of the conditions can a so befound through Contact aFamily*.

Key principles

The Department of Healthin England hasissued aNational Service Framework (NSF) for children®.
The NSF specifiesthat children’ s services should have robust arrangementsfor timely accessto
tertiary carewhen needed, both for emergency transfersto aspeciaised (regional) centreand for
planned referrals. 1t pointsout that these arrangements need to cover:

» conditionsthat are so seriousor rarethat diagnosis and treatment will be considered
pecidized,

* severeor intractable cases of otherwise common conditions;

» relatively straight forward procedures but in children with other serious underlying
problems,

10
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» proceduresthat need repeating which were not effectivewhen first performed and;
» simpleproceduresin neonatesand very young patientswho need specialised support
services such asanaestheticsor neonatal intensive care.

Thereisanimportant need for ready accessfor children with complex disordersto awholerange of
servicessuch asgenetics, audiol ogy, ophthalmol ogy, speciaist nursing, phys otherapy, occupationa
and speech and languagetherapy, specidist dietetics, |aboratory, pharmacy, radiology, imaging and
pathology serviceswhich arefamiliar with paediatric disordersand procedures; also where appro-
priatepaliative care, mental health liaison services, socid servicesand linkswith education services.
Inview of theinterdependenciesof many of the specialised services, there also need to be clearly
defined access pathwaysto paediatric anaesthetic and intensive care services, and thefull range of
speciaistswithin paediatrics. Supporting servicesareessentid for effective provision of speciaised
andtertiary servicesfor children, and so must a so be appropriately commissioned. All staff need to
collaborate closely to ensurethat children and their familiesarerecelving cons stent and coordinated
support, andlocal commissioning arrangementswill need to design serviceswhich achievethis. The
necessary range of specialised and supporting services can only be sustained at alimited number of
tertiary centresin each part of the UK, and high leve integration of commissioning will beessentid to
achievethis.

The NSF al so specifiesthat wherever possible specialised care should be ddlivered localy in asso-
ciation with other local paediatric services, through outreach services operating within aclinical
network. Each network needsto be adequately commissioned, funded and staffed, with clear sys-
temsfor information sharing, clinical governance, accountability and staff development. Each ter-
tiary service needstowork together with alead loca clinician onbehaf of locd children’ sservices
and primary careto set up referral protocolsand arrangementsfor local serviceprovision. These
will include provision of education and training for children and their families so that they can be
empowered intheir own essential contribution to the management of chronic conditions.

Thedocument further highlightstheimportanceof effectivearrangementsfor transfer of young people
from child to adult services, includingintegration with socid care, education and employment. Fur-
ther information regarding thiswill be coveredinthefull NSFwhenitispublished. Local arrange-
ments should includefor each speciaist condition apolicy ontiming of transfer, preparation period
and education programme, coordinated transfer process, interested and capable adult clinical ser-
vice, adminisgtrative support and primary health careand socia careinvolvement.

Important work has aso been taking placein other countries of the United Kingdom. A review of
servicesin Wal es hasbeen undertaken, and current work isdevel oping managed clinical networks
of carefor many of the speciaised servicesfor children®. In Scotland the National ServicesDivision
has been established and hasidentified standards agai nst whi ch services should be measured’.

11
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RCPCH hasprevioudy issued two documentsof relevance. Thefirgt, asthe British Paediatric Asso-
ciaionin September 1995, provided detailed information and guidance regarding purchase, provision
and planning of tertiary servicesfor children and young people. However, theincidenceand preva-
lence of some conditions has changed significantly in theinterim, and thiswill befurther affected at
local level by population factors such asethnicity. Morerecently the College hasissued aguidefor
PCOson specialist (i.e. paediatric) health servicesfor children and young peopl€?. Thisdocument
should also be consulted asit provides an overview of key e ementsinvolved in children’ sservices
acrossthefull spectrum. It highlightstheimportance of resourcesbeing avail ableto enable specidist
servicesto comply with national guidelines, the need for accurate databases, preferably aspart of
nationd datacollection which areanimportant component of effective audit and researchtoimprove
sarvicesfor thefuture. Thefocusin this present document on specidised and tertiary servicesneedsto
be seeninthiscontext of thewider provision of servicesfor children and young people.

Inconclusion, | want to thank the authors of each section (Appendix 2), the members of the RCPCH
Working Group (Appendix 3), and the many otherswho worked with usto bring together thisdocument
inashort time scale. Thiswould also not have been possiblewithout the expert help and dedication of
Krishnan Nayar and Graham Seight.

John Jenkins
Working Group Chairman

References
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CARDIOLOGY AND CARDIOTHORACIC SURGERY

1. Definition and scope

Paediatric and congenital heart servicesare speciaised servicesthat are provided by integrated
teams of Peediatric Cardiol ogistsand Paediatric Cardiac Surgeons.

1.1 Joint commissioning has generally been undertaken for cardiol ogy and cardiac surgical ser-
vices. Servicesarebased around supraregional centreswhich generaly offer thefollowing;

Paediatric cardiac surgery

Interventional cardiac catheter trestment

Diagnogticimaging service

Pacemaker and €l ectrophysiological procedures

Fetd cardiology service
1.2 Heart and lung transplantation isanational specialist servicefunded by NSCAG and of -
feredin 2 centres (Great Ormond Street Hospital, London and Freeman Hospital, Newcastle).
Similarly ECMO (extracorporeal membrane oxygenation) servicesfor childrenwith cardiores-
piratory failure are funded by NSCAG and offered in 3 centres (Great Ormond Street, Free-
man and Glenfield Hospitdl, Leicester)
1.3 Paediatric thoracic surgery for lesionsof thetrachea, bronchi, lungsand chest wall may be
undertaken by Paediatric Cardiothoracic Surgeons. |nsome centresthiswork may be under-
taken by general Paediatric Surgeons, ENT Surgeons or mainly adult based Thoracic Sur-
geons.
1.4 Cardiology assessment isalso offered inregiond hospitalsgenerally by visiting cardiologists
fromthe cardiac centres. Some hospitalsalso have Paediatricianswith aninterestin Cardiol-
ogy, wholink inwith their local cardiac centreand offer alocal diagnostic service.

Important service links:
» PaediariclntensveCare

* Adult Congenital Heart Disease Service

»  General and Subspecialty Paediatricsand Paediatric Surgery
* Neonatology

» Feta Medicine

» Genetics

2. Incidence and prevalence

Congenitd heart disease occursin gpproximately 8:1000 livebirths. 2:1000will need surgery in
infancy and 1:1000 will need surgery from years 2 to 16. Those needing surgery have an

13
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averageof 1.6 operationsper child. Inadditioninterventional catheter treatment will berequiredin
2:1000livehirths. Atypica PCO would therefore expect to have approximately 25 new children
with congenital heart disease per year, 10 childrenrequiring cardiac surgery per year and 6 children
requiring interventiona catheter treatment. Fetal screeningidentifies 10-20% of childrenwith con-
genital heart defectsand termination of affected fetuses has produced asmall drop in the postnatal
incidence of heart defects. Thishasbeen balanced by theincreased prevaence resulting fromthe
improved survivd following cardiac surgery in morerecent years.

3. Expressed needs

TheKennedy report of the Bristol Royd Infirmary Inquiry included approaching 200 recommenda-
tions, many of which have been accepted and enacted. The Department of Health al so established
anationa review groupincluding representativesfrom cardiac surgery, cardiol ogy, anaesthesiaand
intensive care, nursing, health service management and parent and patient groups (including the
Chair of the Children’ sHeart Federation, the umbrellagroup providing national representation of
thelocal parent groups). The Paediatric and Congenital Cardiac Services Review (PCCSR) pro-
duced acomprehensivereport (www.doh.gov.uk/childcardiac) that wasrel eased for consultationin
2001. It focused on service needs, standards and sustainability of the service. Therecommenda
tionsare currently with the Minister of State awaiting adecision onimplementation. Theseinclude
many suggestionsfor improvement including the most radica proposd that surgica centresshould
have asufficient workload to maintain high standards (aminimum of 300 paediatric cardiac opera
tionsper year) with 3 surgeonsper unit (only one hospita currently meetsthisproposd). If thereare
to belarger units, thismeansfewer unitsand hence political sensitivity. Thereisasoaneedto
increase the number of paediatric cardiologists. Individua commissioning groupsare considering
theserecommendationsin thelight of their loca situation.

4. Evidence for standards of care

The PCCSR hasreviewed theevidence and drawn up aseries of standardsthat can bereviewed on
theabovewebsite. Each cardiac unit also submitsdataon surgical and cardiac catheter interven-
tionsto the Congenital Cardiac Audit Database (CCAD). Thiswill be expanded toincludefetal
diagnosisresultsfrom 2004.

5. Current service provision
Thereare 13 unitsinthe UK providing paediatric cardiac surgery (GOS, Guy’s, Royal Brompton,
Southampton, Bristol, Oxford, Leicester, Birmingham, Liverpool, Leeds, Newcastle, Glasgow and

Belfast). Therearedso significant cardiology unitsin Manchester, Cardiff and Edinburghthat link
closely with their nearest surgical centre. Each unit offersanetwork of outreach clinicsfor local

14



Commissioning Tertiary and Specialised Services for Children and Young People - March 2004

servicedelivery whenpossible.
6. Pathways of care

Seewww.doh.gov.uk/childcardiac

7. Gaps and pressures

7.1 Training and retai ning adequate numbers of Consultant Cardiac Surgeonsand Paediat-
ric Cardiologigtsischallenging, particularly with the need to expand numbersto comply with
the European Working TimeDirective.

7.2 Recruitment isalso challenging for intensive care, theatre, cardiac catheter and cardiac
ward nurses, clinical cardiac scientific officersand perfusionistsand cardiac radiographers.
7.3 Thereisan urgent need to establish adequate funding for the devel opment of servicesfor
the growing popul ation of adultswith congenita heart disease (ACHD). Carearrangements
should be seamlessand are generally centred around the paediatric unit though some sepa-
rateACHD unitsexist.

15
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COMPLEX CHILD AND ADOLESCENT
GYNAECOLOGY

1. Definition and Scope

Themgority of thisworkload iswith disordersof sexud differentiation and determination. These

aredefined asIntersex disordersand rel ated conditions.

Children may present asfollows;

* Atbirthwith ambiguousgenitaia(congenital adrend hyperplasia) or associated with other
major congenital anomalies(cloacal anomdies).

* During childhood or at puberty with virilisation (5 alphareductase deficiency and related
disorders)

» At adolescencewith primary amenorrhoea (complete androgen insengtivity, uterine/vagina
ageness)

* At adolescencewith obstruction of the uterus or vagina (non-intersex).

Clinica input inearly childhood is predominantly provided by paediatric endocrinology and
urology. Gynaecological input becomesessentia prior to puberty and throughout adol escence.

2. Incidence and prevalence

Theserefer tothe estimated number sof casesthroughout the UK.

Condition Incidence Female New Age 0-20yrs
Cases per | requiring follow-up
year

Congenital Adrenal 1:14,199 50-59% 25-30 500

Hyperplasia (21-

hydroxylase)

Other forms of CAH 2:1,000,000 Approx 50% 3-5 60

17-hydroxy-steroid de- 1:147,000 Most 3 60

hydrogenase deficiency

Androgen Insensitivity 1:40,800- Most 4-9 180

1:99,000

Gonadal Dysgenesis 1:100,000 Most 7 140

True Hermaphroditism

Mullerian Agenesis/ 1:5,000 - All 12 48

MRKH 1:30,000 (Usually present at

approx 16yrs)

Total Cases 988"

(*NB. Thistotal of 988 only represents children raised female and in need of gynaecol ogical

input)
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3. Expressed Needs

Gynaecological input for these children must ensure and preserve optimum potential for men-
struation and future sexual relationshipsand in some casesfertility. In some conditions surgery
may berequired prior to puberty to prevent obstruction to menstrual flow. In other conditions
treatment can be deferred until |ate adolescence prior to sexua activity.

Theservicemust be:

Multidisciplinary

Clinica spediditiesinvolvedindudeendocrinol ogy, paediatric surgery/ urology and gynaecol ogy.
Accessto specidist services such as biochemistry and genetics are needed to establish these
rare diagnoses. Specidised psychology must be availableto familiesat diagnosisand for
ongoing support.

Life long

These conditionsare not curable and requirelifelong trestment. Adol escence can be particu-
larly difficult for the patient and their family. Psychology servicesare crucial and seamless
trangtionto aspecialist adult serviceisessentid.

Open and Honest

Previouswithholding of the diagnosisfrom patients hasled to secrecy and stigmaand has
deprived patients of accessto services. A policy of full disclosurewith specialised psycho-
logical supportismandatory.

Involve all family members

Theseconditionsare often geneticaly determined and family membersneed to access screening
and support.

Offer a wide range of treatment for vaginal hypoplasia

Therearefew long term datafor vaginal treatments but poor outcomesfrom vaginoplasty
surgery arereported. Pressuredilation must be available.

Research and Audit

Long term outcome dataon all aspectsof these conditionsislacking. All patientsand families
should havethe opportunity of involvement in research and service planning.

Involve voluntary groups and service users

Petient groups consulted inthisand previouseva uationsinclude:

Androgen Insensitivity Syndrome Support Group (AISSG), Congenitd Adrend Hyperplasie
Support Group (CAH), Adrenal HyperplasiaNetwork (AHN), Rokitansky Support and
Advice Group (ROSA)

4. Evidence for Standards of Care

In 1998 asingle centre at the Hammersmith hospital wasNSCAG designated for gynaecol ogical
reconstruction in adolescent and adult women with congenital anomaliesof the genital tract. It
subsequently becameclear that severd other unitsweretresting patientsaspart of multidisciplinary

17
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servicesfor awider spectrum of conditions. In 2001 NSCAG set up areview group for Inter-
sex. A draft proposal has been prepared and should be avail able on application to NSCAG.
Thisproposal reviewsexisting practice and makesrecommendationsfor future service provi-
sonfor patientsof al ages.

5. Current Service Provision

Therearecurrently 14 centresidentified in England treating intersex conditions. However the
range of services varies and many services are underdeveloped and under resourced. Itis
accepted that the most comprehensive serviceisthe multidisciplinary joint Intersex service of -
fered by Great Ormond Street Hospital and University CollegeLondon Hospitals. Thisservice
can be used asamodel for devel opment of other units.

6. Gaps and Pressures
Psychology servicesare central to management and arein short supply. Few gynaecologists

havetherequisitesurgica skillsathough thereisatrend away from surgical treatment. Few
laboratoriescan providefull biochemical and geneticinvestigation.

18
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DERMATOLOGY
1. Definition and scope

The speciality of paediatric dermatology includesawiderange of conditions. Thereare many
severe childhood di seases managed by other specidtieswhich have dermatol ogical manifesta-
tionsrequiring specidist help and it isimportant that there are closelinks between dermatol o-
gists, paediatriciansand many other subspecialtiesincluding genetics, plastic surgery & ophthd-
mology. Mot teaching hospitalsand many DGHsnow have adermatol ogist who specidisesin
paediatric dermatology and network with colleagues.

Table A- range of dermatological conditions

psoriasis (Ps)
Acne vulgaris

urticaria & angio-oedema (Urt)

Ps <1 % children
Affects 80% teenagers

Very common

Diagnosis Incidence No of active cases per
PCT

Inflammatory dermatoses e.g.

atopic dermatitis (AD) AD upto 20% children AD - Upto 600

Ps — 30 approx

Acne - 2,400 (10-15% need
treatment)

Urt-?30-50

Cutaneous Infections, including
warts & molluscum

15% of paed derm referrals

Most children affected by
warts at some time

Skin tumours: benign and
malignant

20% of paed derm referrals

Melanocytic naevi- almost
100%

Vascular birthmarks: Up to 10% children Up to 300

haemangiomas & malformations

Hair and Nail disorders Mild forms common 5% of 730
paed derm referrals

Pigmentary disorders uncommon ?

Auto-immune skin diseases uncommon ?

Genetic skin diseases

Rare but numerous types

?1-5 per annum

2. Incidence and prevalence

Thereare over 2,000 skin diseaseswhich can affect children (Thisrisesto 3000+ including rare
complex genetic diseaseswhich may have dermatol ogical manifestations). TableA showsmany
of the conditionsthat fall within thisservice are sufficiently common to bewithin the scope of
primary careor district based dermatol ogists. However TableB illustrates conditionswhich call
for more specialised expertiseand Table C summari sesthe servicesthese children may require.
Some of these arerare and others difficult cases of common conditions such as eczemaor

psoriass.
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Table B- Uncommon conditions

Diagnostic group

Epidermolysis Bullosa

Complex vascular malformations & haemangiomas
Photodermatoses

Giant congenital melanocytic naevi

Severe atopic dermatitis

Other severe inflammatory dermatoses

Severe Cutaneous drug reactions

Cutaneous genetic disorders e.g. the Icthyoses
Difficult vulval problems

Table C - Low volume services provided for large populations

Phototherapy for severe psoriasis & other inflammatory dermatoses

Diagnostic Phototesting service

Specialist paediatric surgery/ plastic surgery and anaesthetics for difficult or malignant tumours
and large / difficult vascular problems. Opthalmological and orthopaedic involvement for some
cases

Specialised radiological imaging such as MRI & MRA for complex vascular lesions

Laser therapy for vascular lesions. Increasing need for hair removal and pigmented laser
treatment

Dermatoscopy & photography for worrying melanocytic naevi assessment and follow-up
Specialist dermatological pathology service for difficult skin tumours and dermatoses.

Team of specialist paediatric & dermatologically trained nurses required for hospital/community
— particularly for atopic dermatitis (AD).

Dietetic support for food allergy/intolerance AD and epidermolysis bullosa. Including inpatient
oral food challenge service. Liaison with paediatricians and immunologist for prick testing.
Genetic counselling and diagnostic services

Psychological support services required for many severe dermatoses

Cosmetic camouflage service — Run by the Red Cross

3.

Irrespective of the condition or age of the child, parentstell usthat they want timely and accurate
diagnosis and assessment, clear honest informati on and anegotiated and agreed management
plan. Therequire prompt and easy accessto specialist nursesto help with therapy whichisoften
very difficult and complicated. Phone-linehel pisavailablein somecentres. TheNational Eczema

Expressed needs

Society (NES) have published asurvey on‘What patientsreally want’.

4.

TheBritish Association of Dermatol ogists has published guidelinesfor many dermatosesand skin
tumoursincluding atopic dermatitis (AD), psoriasis, acne, pigmented lesionsand phototherapy.
Theseand othersare available onthe BAD website: www.bad.org Thereare SIGN guidelines

Evidence for standards of care
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onthetreatment of melanoma. NICE is currently reviewing the use of topical steroidsand
immunomodul ating agents such astacrolimusand pimecrolimusfor atopic dermétitis. Prof Hywel
Williams has published a health care needs assessment for dermatology. Voluntary
organisationsincludethe NES, the Psoriasisassociation, DEBRA, the Acne Support group,
Changing faces, the Red Cross cosmetic camouflage service, the | chthyosis support group,
Alopeciaareataself-help group, etc. The British Society for Paediatric dermatology (BSPD)
hasaweb-site: www.bspd.org which linksto the BAD and RCPCH and many of thevoluntary
organisations

5. Current service provision

Skin diseaseforms 15% of GP consultationsand ahigh proportion are children. Most GPshave
little or no dermatological training. 20% of dl UK children have atopic dermatitisbut only 10%
of thesearemoderateto severerequiring secondary care help. Themgjority of childrenreferred
to secondary care are seen by paediatric dermatol ogists, or lesscommonly ageneral derma-
tologist —within either the paediatric or dermatol ogy outpatient services. Inpatient servicesare
largely within the paediatric setting except for some ol der teenagers. Information on service
provisionisavailablein adocument produced in 2002 by the BSPD.

6. Pathways of care

Themgjority of childrenwith skin disease could bedealt with at PCO level with somenursing
support networking with the secondary dermatol ogy serviceteam. A multidisciplinary approach
isnecessary for more complex and rare cases and should network across many specialties.
Most teaching hospital s can provide the necessary knowledge and skill mix for the mgjority of
difficult casesbut thisislackingin somerura areasand extremely rare complex casesmay need
to be dedlt with asanation-wide service e.g. epidermolysis bullosa, which iscommissioned
throughNSCAG.

7.  Gaps and pressures

Thereiscurrently no network of paediatricaly trained dermatol ogy nurses (particularly neces-
sary for AD) whichisurgently required. Thereisashortage of dermatologistsinthe UK &
Scotland of around 90-100 posts (6 in Scotland). Thereare only 4 purely paediatric derma-
tologistsin the UK (3) & Scotland (1) — more posts are required. Specialist networks for
managing difficult vascular lesonsand other conditionslisted in Table B arerequired in many
aress. Pressurefrom parentsto deal with haemangiomasand other vascular lesionsisincreasing
and Laser serviceswill soon berequired for most areas These should ideally form part of a
vascular lesion care-network rather than being in the private sector. Emer gency and out of
hour srequirements:. thisshould be minimal and nurse-run phone help lines can be used
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8. Travel

Children may need to visit adistant centrein order to undergo specialist tests or be assessed.
Networking and virtud clinicsmay prevent someof thesevisitsparticularly if theteam can advise
thelocal hospital about appropriatetesting to bedonelocally.

0. Transition

Thisislessof aproblemin dermatol ogy because children with complex dermatol ogica problems
canusualy befollowedinto adult lifeby their own dermatol ogist

10. Audit, evaluation and indicators of excellence

Thereissomewhat patchy registration of rare dermatological diseasesat present. However, EB
hasanational register with DEBRA whichisworkingwell andtheBAD isattempting to createa
register of rare dermatoses. All dermatol ogy departments undergo service audit at local level.
Thereisapublished audit on the UK national servicesfor atopic dermatitis. The British Photobi-
ology group hasstandards of carein place and aprogrammefor ongoing computer audit.
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ENDOCRINOLOGY & DIABETES

1. Definition & Scope

Paediatric Endocrinol ogy isconcerned with the diagnosisand management of children and ado-
lescentswith hormonal disorders (including growth problems). Many specidist paediatricians
also carefor patientswith diabetes mellitus (and unlike adult services paediatric diabetesis
never managed exclusively inprimary care).

2. Incidence and prevalence

The British Society for Paediatric Endocrinology and Diabetes (BSPED) has recommended
that the endocrine problemsin TableA are suitablefor management within the scopeof adigtrict
or PCO based team with appropriatetraining (and where necessary, appropriate support).

For those conditionswhere active cases are highlighted (*) these numbers are potentia cases,
based on auxological cut-offs; i.e. for stature: height <2nd & >98th centile, for weight: BMI
>+2SDS, for puberty: percentage of Caucasian girlsshowing breast development by 8 yearsof

age.

Incidence No of active cases per PCT

Short & tall stature 1in 40 1,250*

Delayed puberty 1in 30 1,000*

Obesity 1in 50 1,250*

Idiopathic central precocious puberty (girls) 1in 20 150*

Congenital hypothyroidism 1in 4000 12

Idiopathic growth hormone insufficiency 1in 3000 16

Diabetes mellitus 11in 400 125

Table A - range of conditions

TableB illustratesthoserare conditionsthat call for more specialised expertise. Theseare usu-
aly managedintertiary centresand Table C summarisesthe additional servicesthat these chil-
dren may require. Thereare currently no quaternary services(e.g.. NSCAG) funded in paedi-
atric endocrinology & diabetes, although some are being developed (e.g.. PHHI (persistent
hyperinsulinaemic hypoglycaemiaof infancy)).
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Table B - Uncommon conditions

Table C - low volume services
provided for large populations

ENDOCRINOLOGY

Adrenal disorders (incl CAH)

Thyrotoxicosis

Intersex disorders

Turner syndrome

Hypopituitarism

Growth & pubertal problems in chronic renal failure
Care of endocrine problems in cancer survivors.
Rare endocrine tumours

Disorders of calcium metabolism
Hypoglycaemia

DIABETES:

Diabetic complications

Secondary, type 2 or rare forms of diabetes (eg.
DIDMOAD)

= Specialist nursing staff for
endocrine testing and also training
of patients & staff.

= Specialist psychological support
to affected patients and their
families.

= Combined multi-disciplinary
endocrine clinics with other
specialties eg. Intersex disorders
(in association with CAHMS &
child/adolescent gynaecology),
Oncology, Turner & Prader-Willi
syndrome.

= Provision (where appropriate) of

outreach endocrine services to
local units.

= Daytime and on-call provision of
support in diagnosis and advice
on management of uncommon
conditions.

3. Expressed needs

BSPED & itsmemberswork very closely with appropriate family support groups (notably the
Child Growth Foundation (CGF), Turner Syndrome Society (TSS) and Diabetes UK). Specific
information for familiesand their children has been produced, often written by both support
groupsand paediatricians. Thisisavailable on websites (including the BSPED), through family
support groups themsel ves and through departments of endocrinology & diabetes.

4. Standards of care

Recent NSFsin Diabetes http://www.doh.gov.uk/nsf/diabetes and Children (standards) http://
www.doh.gov.uk/nsf/children.htm have highlighted the specific needs of patientswith diabetes
and chronic disorders (including endocrine problems). The management of other specific groups
(e.g.. GH thergpy, Insulin pumps) have been dedlt within theremit of NI CE http://mww.nice.org.uk.
Consensusevidence-based guidelinesare al so being established for anumber of conditions(e.g..
GH-insufficiency, CAH, trangitiond care), both nationally (BSPED) & internationaly (ESPE). A
nationa shared care protocol iscurrently availablefor GH therapy, and anumber of other proto-
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colsareintheprocessof being written e.g. GnRH agonistsin central precocious puberty.
5. Current service provision

Previousnationa & international guidelineshave been produced for paediatric diabetes. The
diabetesNSF has highlighted the need for specidist teamsto work with children with diabetes,
although repeated national audits performed over thelast decade continue to demonstrate that
few unitscurrently providethesefacilities.

Historically tertiary endocrine units have been based at the growth centres (N=25) which were
established several decades ago, with aspeciaist paediatric endocrinol ogist/diabetol ogist. These
arenow increasing both in sizeand number, asarethe number of linked subsidiary secondary
units (general paediatricianswith an*“interest”) who provideloca diabetes care and secondary
endocrine care (which may be supported by an outreach service).

Detailed workforceinformationin paediatric endocrinology & digbetesiscurrently availableon
thefollowing websites: BSPED (www.bsped.org.uk) and RCPCH (www.rcpch.ac.uk).

6. Pathways of care

Thereferrd pathways (especidly for growth disorders) arebeing reviewed in thelight of Health
for all Children (4th Edition) which does not recommend routine screening for children until
school entry. The BSPED iscurrently putting together prospective studiesto obtain an evidence
basefor screening. In addition to secondary and tertiary referralsfrom primary and secondary
care, paediatric endocrinol ogistsareincreasingly being referred patientswith complications of
other chronic paediatric diseases (e.g. cancer, renal, gastro-intestinal, respiratory, rheumatol -
ogy).

7. Gaps in Service

Aswith other paediatric specialties paediatric endocrinol ogy issuffering from alack of suitable
trainees(only 4 of 8NTN postsfilled last year). Thereare a soinsufficient numbersof appropri-
ately trained nurses, dieticiansand psychologists. Increasing numbersof patients(e.g. diabetes
(type 1 & type2), obesity and chronicillnesses) are putting pressure on the service, as many
requirelong-termfollow-up.

Inaddition, many of these patients(all diabetics, and many endocrine disorders) requiretransfer
to adult services (preferably viaan adolescent service and hand-over clinic), and usually once
growth has been compl eted. Reassessment may also berequired at thisstage. Giventhat a
number of patients are managed in stand-alone children’ shospitals, this processis often not
seamless,
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8. Audit, evaluation and indicators of excellence

A nationad register for patientswith diabetesmellitusisaready in placethrough DiabetesUK, and
as part of the NICE processit has been agreed that there will be anational register of new
patients commencing GH therapy. Thereisin addition anear-national system for safety and
efficacy monitoring of GH (KIGS). This, and other audits of endocrine management, arebeing
organised through the BSPED (including the Clinical TrialsUnit). Management protocolsof a
number of diseases(e.g.. GHI, CAH, transitiond care) are being coordinated internationdly in
association with the European umbrellagroup (ESPE).
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GASTROENTEROLOGY, HEPATOLOGY, AND
NUTRITION

1. Definition and scope

Paedi atric gastroenterology isaclinica specidity comprising theinvestigation and management
of disordersof the gastrointestina tract (the oesophagus, somach, pancreas, smdl intestineand
colon) ininfantsand children. It al so encompassestwo related specialities: first, paediatric
hepatology (liver diseases— see below) and second, clinical nutrition; thelatter becausedis-
eases of the gastrointestinal tract are potent causes of nutritional disorders, often requiring
speciaised nutritional care. Whilst aproportion of paediatric gastroenterology and nutrition
bel ongswithin primary and secondary carethereare e ementswhich by virtue of their rarity in
general paediatric practice, the severity of the condition (e.g. severe constipation or gastro-
oesophaged reflux), the specific difficultiesencountered in very young children or the complex-
ity of their management (e.g. intestinal failure) meansthat they must be considered by tertiary or
specidist services.

The aspects of paediatric gastroenterol ogy that should beregarded as speciaized are:
Gastroenterology
e Intesting failure
* Inflammatory bowel disease
* Gagtrointesting bleeding
» Complex motility disordersincluding the severe end of constipation and gastro-oesoph-
aged reflux
* Protracted diarrhoea (greater than 3 weeksduration and weight [0ss)
» Congenital transport disorders
» Multiplefood intolerances
» Codliac disease (unless pathol ogy and paediatric dietetic serviceavailablelocaly)
* Pancredtitis
* Pancrestic exocrineinsufficiency other than cysticfibrosis
Nutrition
* Home parentera nutrition
* Nuitrition for complex disorderswhether supportive or primary trestment
* Gastrostomy and jejunostomy tubefeeding
Hepatology
* Neonatal hepatitis syndromes
* Childhood chronic liver disease
* Surgical liver disease
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+ Jaundice not dueto uncomplicated hepatitisA infection
Specialised investigations

* Upper and lower Gl endoscopy

* Liver biopsy

* Intestinal biopsy

* Rectal biopsy

* Oesophageal pH monitoring

* Breath hydrogen tests

* Pancrestic function tests

* Motility studiesand manometry

Supraregional servicesin paediatric Hepatology

Thereisanational servicefor paediatric hepatol ogy funded by the Nationa Specidist Commis-
sioning Advisory Group (NSCAG) and provided in 3 national units. Thisservice coversliver
failure, paediatric liver transplantation, surgery for biliary atresaand paediatricintestina trans-
plantation. There are established shared care arrangementsand referral pathways between the
threenational unitsand specidist gastroenterology units. Thethree supra-regiond unitsat King's
CollegeHospital, London and The Children’ sHospital, Birmingham and St James sUniversity
Hospital, Leeds. Refer to guidelinesfor services provided by paediatric hepatology. Children’s
NSF document at hitp://www.doh.gov.uk/nsf/children.htm

Paediatric gastroenterology isan essential part of aregion’ stertiary serviceprofile. Theservice
hasimportant interfaceswith anumber of related medica disciplines:

generd and neonatal paediatrics

neonatal, paediatric and adult surgery

oncology

inborn errorsof metabolism

immunology and infectiousdiseases

gastroenterol ogy and hepatology in adults

2. Incidence and Prevalence

Paediatric gastrointestinal disordersincludeawiderange of diseases. Theincidenceand preva
lence dataisdifficult to ascertain, for example constipation and gastro-oesophageal reflux are
common disordersmost of which aremanaged in primary or secondary care, with only difficult
casesbeing referred for specidist input. Speciaist unitsdo however havean obligationto be part
of the process of setting up shared care guidelinesand indicationsfor referral. They need to be
ableto see and promptly assessdifficult cases aspart of that shared care.
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Inflammatory Bowel disease Childhood Inflammatory bowel diseaseismuch lesscommon
andiswithintheNational Specialist Servicesdefinition set, and as such should have manage-
ment of all cases led by specialist centres. It represents a significant part of a paediatric
gastroenterol ogist’ sworkload, and thereis good epidemiological dataavailable. Childhood
IBD hasaprevalence of 20 cases per 100,000 children under age 16 years, with an incidence
of 5 new cases per 100,000 children per year. ThismeansaPCO with 50,000 children will
have 1012 children with inflammatory bowel disease. Thisdoesnot takeinto account chil-
dren/adol escents between ages 16 and 18 many of whom are managed in paediatric or transi-
tionclinicswith paediatricinput. Theseestimatesarelikely to besignificantly underestimating the
scale of the problem, as many centres are seeing between 20-50 new cases per year. This
disease hasachronic relapsing course with ahigh morbidity and need for specialist input and
investigation. All childrenwith inflammatory bowel disease should therefore have accessto a
specidist centrefor assessment and management.

Therehas(nationally) been anincreaseintheincidencein inflammatory bowel diseasein child-
hood. Inflammatory bowel diseaseisdesignated asaspecidist serviceintheNationa Specidised
Services Definitions Set prepared by the London Regiona Specialised Commissioning group.
The British Society of Paediatric Gastroenterol ogy, Hepatol ogy and Nutrition recommend that
al children withinflammatory bowel disease be managed jointly with aPaediatric Gastroenter-
ologis.

Endoscopy. Paediatric endoscopy isincreasingly centralised in specidist centres. Many factors
have influenced this change and theincrease in demand for paediatric endoscopy. On asurvey
of most unitsinthe United Kingdom carried out by the BSPGHAN in 1999 theclinical activity
(whichisusually an underestimate of clinical need dueto constraints of resourcesand man-
power) reved ed thefollowing (figuresare expressed as numbers of procedurescarried out per
annum in the age group under 16 years but the denominator is per 100,000 of thetotal popu-
lation of all ages): upper endoscopy 20.5/100,000; ileo-colonoscopy 6.4/100,000. Itisthe
opinion of the Council of the BSPGHAN that these figures required updating and hencea
survey was carried out in 2003. The corresponding figures reveal ed: upper endoscopy 23/
100,000 and col onoscopy 7.5/100,000.

Changeinclinical practicewith anincreased need for endoscopy whichisevidence based —
increased yield of upper Gl endoscopy in Crohn’ sdisease, increased need for upper Gl endo-
scopy inchildren with reflux to excludealergic oesophagitis, need for childrenwho previousy
had sigmoidoscopy to haveileo-colonoscopy:

- Changein practicewith virtual cessation of Crosby capsule biopsiesto confirmthediag-

nosisin Codliac disease and replacement by endoscopic biopsies

- Increased prevalence of Coeliac diseasefrom 1in2000to 1in 2-300
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- Increased referral sfor biopsy confirmation of Coeliac disease

- Changein practicewith increased use of General Anaesthesiafor endoscopy

- Centralisation of serviceinlinewith patient safety, clinical governance and national recom-
mendationswith thereforethe need to provide aregiona rather than district servicefor endo-
scopy inchildren

3. Expressed needs

Children and young adol escentswith paediatric gastrointestinal or nutritional problems—known
or suspected - should have rapid accessto specidist input aspart of amanaged clinica network.
Other tertiary services(e.g. intensive care, cardiology) should be ableto access paediatric gas-
troenterology easily and preferably onthe samesite, inorder that children with multiple problems
aremanaged in achild centred way with accessto all their needsin one setting. Thisshould
enhancedid ogue between the often multiplecliniciansinvolvedin the care of achild with complex
problems. Thismeansapaediatric gastroenterol ogy unit as configured below and practisnginthe
waly described, should beallied to every centre seeing children with specialist health problems,
and should beavailableand accessiblefor children from thelocal and regional PCOs.

Wehaveworked in partnership with our parent and child support organisationsin providing this
recommendation
Crohn’ sin Childhood Research Appeal (CICRA) http://www.cicra.org/
National Association for Colitisand Crohn’ s Disease (NACC) http://www.nacc.org.uk/
Children’ sLiver Disease Foundation (CL DF) http://www.childliverdisease.org/
Petientson I ntravenousand Nasogastric Nutrition Therapy (PINNT) http://www.pinnt.com/
Coeliac society http://www.coeliac.co.uk/
Cysdticfibrosstrust http://www.cftrust.org.uk/site/

4. Evidence for standards of care

Thereisguidance onthe management of children provided through the Guiddinesfor Purchasers
of Paediatric Gastroenterol ogy, Hepatology and Nutrition. Therearefew evidence based proto-
colsavailable, but thereisevidence that emphasi ses examplesof patchy quality of care outside
speciaist centres. Thisisparticularly the casefor children with inflammatory bowel disease, with
failureof jgunal biopsy sampling and theinappropriate use of gluten-freedietsin children sus-
pected of having coeliac disease. Furthermore, outcomesareimproved for children receiving
parenterd nutritioninaspecidist centrewithamultidisciplinary nutritiond careteam. Thereisaso
guidanceavailable through the British Society of Paediatric Gastroenterol ogy, Hepatology and
Nuitrition,, British Society of Enteral and Parenteral Nutrition, British Society of Gastroenterol-
ogy, European Society of Paediatric Gastroenterology, Hepatol ogy and Nutrition and North
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American Society of Paediatric Gastroenterol ogy, Hepatology and Nutrition. NICE guiddines
have been produced for gastrointestina problemsbut not specifically for children.

5. Current service provision

Within the United Kingdom, the management of childrenwith paediatric gastrointestinal disor-
dersremains patchy, without patient focused organised clinical networksor pathways. Funda-
mental to such model s are the paediatric gastroenterologist, general paediatrician and genera
practitioner, supported by other medical and alied professionas. Thereare currently lessthan
20 paediatric gastroenterol ogy unitsallied to teaching centres, mostly staffed by between 0.5
and 1 WTE consultant paediatric gastroenterol ogists, although somewith 3. Inorder to provide
sarvicesasper thenational serviceframework these centreswill need considerableexpansionin
consultant staff.

Progressisbeing made with specidist centres providing outreach clinicsand acknowledging the
importance of the genera paediatrician with aninterest in paediatric gastroenterology inadis-
trict hospitdl. It isessentia that thelatter has accessto thefacilitiesand support servicesavail-
ableinthetertiary centre, andispart of aunified servicefor childrenwhichisappropriatefor the
areathey serve

6. Pathways of care

Paediatric Gastroenterol ogy should be provided as part of amanaged clinical network. Each
specialist centreshould aimto providetheabove servicestoreferral centres. The child needsto
be at the centre of such amodel. Centralised expertise should be easily accessible.
Thefollowing would beessentia for thissystemtofunction:

* Accessto expert opinion by telephone 24 hours/day.

* Ability for rapid outpatient referral to defined ‘ urgent/ emergency referrd clinic'.

* Capacity to accept in-patient transfersat short notice.

» Capacity to admit children directly for specialist investigations without prior clinical

assessment.

* Regular joint outreach clinicsat referring hospital sto assess new patients and review

shared care patients as necessary.

» Designated paediatrician at shared care hospital with adequate support servicesto pro-

vide shared careand act asreferring consultant to specidist centre.

* Rapid communication of out-patient and i n-patient management plansto designated re-

ferring consultant.

* Regular meetings between teamswithin managed clinical network to review guidelines/

communication/ training needs.
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7.  Gaps and pressures

Patchy service provision existsthroughout the country with, using present WTE consultant staff
asamarker, single-handed specidistsserving largeregions. Thishass gnificant impact on access
to services, development of managed clinical networksincluding outreach, out of hourscover,
training, research and audit. The European Working Time Directive hasfurther exacerbated this
withthereductioninjunior doctor availability to support the service. Thisisleading to afunda
mental changein how health careis managed with aswitch from consultant led to consultant
delivered service. Thiswill need to be addressed by the appointment of more consultantsin
regionswherethereisadeficit. The appointees need to fulfil thetraining requirements as set out
by the CSAC. Itisessentia however to ensure that adequate support services accompany this
expansion in order to ensurethe compl ete serviceisoffered. Thisshouldinclude funded endos-
copy lists, accessto specidist radiology and histology services, aswell asdietetic and nurse
specialist support. Thiswill be necessary to ensure easily accessible, safe and effective care,
whichisup to date and can provide 24 hour access for the vulnerable group of children and
adol escentswith paediatric gastroenterol ogy and nutritional disorders.

Therequirementsfor aspecidist unit are:
A population and referrd base of sufficient size (gpprox. 2 million) tojustify theappointment
of 3 gastroenterologiststo provideon-call cover. Exceptions should be madefor remote
aress.
Trained paediatric gastroenterol ogistswho fulfil the RCPCH/BSPGHAN higher professond
training criteriaand who have accreditation with sub-speciaist recognition on CCST.
An endoscopy service, provided inachild-friendly setting, with at least 75 procedures per
consultant endoscopist per annum.
Provision of anaesthetic support for paediatric endoscopy.
Specidist nursing staff, with particular training in nutritiona careand paediatricintensvecare
/ recovery (for management of children having proceduresunder sedation/ GA).
Paediatric gastroenterology clinica nursespecidist.
Easy accessto thefull range of specialist servicesfor children onthe samesite, including
specialist paediatric/adult surgery and intensivecare. Similarly, specialist centres undertak-
ing complex neonatal and paediatric gastrointestinal surgery should have accessto afull
range of gastroenterological and nutritional support services.
A full rangeof diagnostic/endoscopic services, including:
Radiol ogistswith specific training in paediatrics and expertisein paediatric diagnostic
procedures
Histopathol ogistswith expertisein paediatric gastroenterol ogical pathology
oesophaged pH monitoring
pancrestic function testing*
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small intestind disaccharidase assays*

Breathtesting

Moatility studies

Liver Biopsy and ERCP* *some centres only
Peediatric dietetic services, staffed by dieticianswho spend themgjority of their timework-
ing with children and availableto provideinput to thewardson adaily basisand to work
aongsidetheclinicianssupporting gastroenterol ogy clinicsand gastroenterology and nutri-
tionward rounds
Peediatric pharmacist
Psychologica support fromwithin child psychology / psychiatric services
Parent’ saccommodation and support services catering for the special needsof children
including social workers, play therapistsand teachers
A multi-disciplinary nutritional careteamwhichwill includeapaediatric speech and lan-
guagetherapist for assessment of childrenwith feeding difficulties
Closelinkswith adult gastroenterol ogists and an established mechanism for handing on
adolescent patientsto gastroenterol ogica servicesfor adults
A commitment to undertake outreach clinicsand shared carewith general paediatrics

References

Children’ sNationd Service Framework http://www.doh.gov.uk/nsf/children.htm
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23children.pdf

DGH Gl, Hepatology and Nuitrition Services: Final Report http://bspghan.org.uk/document/
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IMMUNOLOGICAL DISORDERS/INFECTIOUS
DISEASES/ALLERGY

Infectious Disease

1. Definition & Scope

(Specialised ServicesNationd Definition Set: Children - Definition No 23[section 5], Infectious
Diseases[adult] - Definition No 18).
Much of thework withinthisspecidty isconsultative; including prevention of infection; trestment
of infectionsoccurringin children treated by other specialists; and liaison with laboratory and
public health specialists. Thereisalso coordinated work with adult teams (e.g. for Tuberculosis
(TB) or prevention of perinata transmission of HIV, Hepatitis).
Thefollowing conditionsare managed within the remit of Paediatric I nfectious Diseeses:

* Severepaediatricinfections

* Rarepaediatricinfections

* |nflammatory conditionsaffecting children

* Neonatal | nfectionsand congenitd infections

» Blood borneinfectionsand sexualy transmitted infections

» | nfectionsin theimmunocompromised

* Imported infections

» Worldwide emerging new infections

* Prevention of paediatricinfections

*» Hospita -acquired infection /infection control / antimicrobial resstance

* Specialist knowledge of antimicrobia treatmentsfor children

2. Incidence and prevalence

National standardised incidence and prevaenceratesfor atypica PCO cannot easily be applied
to paediatricinfectionsastheseare heavily influenced by ethnicity; migration; dispersd; and local
factors. In generd theburden of paediatricinfectionisgreeater in urban areas. Loca public health
planning within PCOsistherefore very important. National surveillance of anumber of important
infectionsiscurrently undertaken, including: HIV; Hepatitis, TB; Sexudly Transmitted Infections,
Meningo-encephalitis; Imported Infectionsetc.

3. Expressed needs

The need for improved co-ordination and provision of servicesfor control and treatment of
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infectionsin adultsand children hasrecently been delineated: “ Getting Ahead of the Curve’ - A
strategy for infectious di seaseswww.doh.gov.uk/cmol/idstrategy; Devel oping Infection Services
for Children RCPCH, BPAIIG, draft 160902; House of L ordsreport on developing services
for infection in England 2003 www.parliament.uk/hlscience; L ondon HIV Consortium Paediat-
ric Sub-Group - Devel oping Service Networksin Paediatric HIV Infection 2003; areportisin
preparation from the London paediatric TB working group.

4. Key voluntary organisations

HIV organisations; Parliamentary HIV Group; Refugee health Groups; Kawasaki Disease So-
ciety; Meningitis Research. Infectious diseasein children isoften concurrent with poverty, mo-
bility, language and cultural barriersand these disenfranchised familiesare often not well repre-
sented in either thevoluntary or statutory sectors.

5. Evidence for standards of care

HIV treatment BHIVA + PENTA guidelines avail able via CHIVA (www.bhiva.org/chiva/
index.htrml)

RichardsonM et a. Evidenceleve of incubation periods, periodsof infectivenessand exclusion
periods of communicable diseasesfor schoolsand preschools. Pediatr Inf DisJ2001;20:380-
91.

Brogan PA et al. Kawasaki disease: an evidence based approach to diagnosis, treatment, and
proposalsfor future research. Arch DisChild. 2002 Apr;86(4):286-90.

Pollard AJ et al. Emergency management of meningococcal disease. Arch DisChild. 1999
Mar;80(3):290-6.

RCPCH. Working Party Report. Immunisation of the Immunocompromised Child; Best Prac-
tice Statement. 2002 at www.rcpch.ac.uk

NICE TB trestment guidelines currently in devel opment

BTSTB guiddlines.

A nationd evidence based protocol for antibiotic prescribing in common infectionsof childhood
iscurrently being written by membersof the BPAIIG

Winning Ways: Working Together to Reduce Healthcare Associated Infection in England -
www.doh.gov.uk/cmo/hai iwinningways.pdf

6. Current service provision
Before 1980 most children with infection were treated by adult ID physicians or general

paediatricians. Sincethen serviceshave developedinasmall number of centresdueto academic
interest, existing adult I D services; and paediatricimmunodeficiency services. Therehasbeenno
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central planning and so provision ispatchy depending on academic, immunology or HIV ser-
vices. Thisisinmarked contrast to the advanced devel opment of the servicein North America/
Europe (www.pidsa.org, www.espid.org). Provision of speciaist nurses, pharmacists, and other
multi-disciplinary team members a so remai nsinadequate in most places. Toimprove accessto
optimal carefor al childrenwith rare/ commoninfectionsaservice network for paediatric ID has
been proposed, similar to that already in existence for paediatric oncology (seebelow). Sucha
shared care network isaready well underway for children with HIV (see HIV section), but
remainsinitsinfancy for other infections.

7. Pathways of care

The proposed service network hasaregiona “Infection Centre” supporting moreloca “Infection
Units’. Anlnfection Centrewould: belinked to amedical school; haveclinical inpatient ID beds
for children and adultswith specidised facilitiese.q. negative pressureisol ation for infectionssuch
asmulti-drug resstant TB (MDRTB); havelinksto other specidties; beactiveinmultidisciplinary
training and recruitment; lead continued professional devel opment; and lead regiond datacollec-
tion, audit, research and devel opment. Infection Unitswould beset upin district general hospi-
talswith alead clinician (paediatrician/ nurse specidist) working withinthelocal infection team.
Childrenwith more complex / rare problemswould have shared care with the Infection Centre

where necessary.

For infectionsaffecting adultsand children (e.g. HIV, hepatitis, TB), family clinics are needed.
Adherence support nursesand specidist pharmacistsarevital to reducetherisk of devel opment
of resistanceto long-term treatmentse.g. for HIV / TB. Involvement of local user groupsin
setting up clinics hel psto strengthenindividua responsibility for health aswell asbetter under-
standing between patientsand providers. Transitional adolescent clinicsfor young peoplewith
HIV moving to adult care have been established in afew centres, but should becomethenorm for
thiscondition. Appropriate ST1 services should also be provided for adol escents. Supra-regiona
responsibility for certain rare and complex infectious problems should be considered (e.g. for
childrenwithvird haemorrhagicfevers)

Such anetwork made up of nationally identified teamswould undoubtedly improve careand
accessto carefor childrenwithinfectionsacrossthe UK andideally should bedefined withinthe
NSFfor children.

8. Gaps and pressures
The proposed nationd service network for paediatric 1D requiresloca planning, identifyingand

training the paediatric I D unit lead in each DGH, and the appointment of paediatric infectious
diseases specidlistsin tertiary paediatric centresin the UK. Investment in new postswill be
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required to achievethis.

Training of paediatric D specialistsaccording to the syllabus approved by the BPAIIG and
RCPCH speciadist CSACisundertaken in afew accredited centresand postsare alocated by
national competition with only 3 placesper year. Allocation of training numberswill needto be
reconsidered to cater for the unmet need nationwide. Training coursesfor paediatric specialist
nurses also need to be set up.
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Allergy

1. Definition and scope

Thisspeciaty includesthefull range of atopic disease asdescribed in Specialised Servicesfor
Allergy (dl ages) - Definition set no. 17.

Linkswith other specidtiesinclude: gastroenterology/nutritiona support, respiratory paediatrics,
paediatricintensive care, paediatric A& E, immunol ogy, dermatol ogy, paediatric ophthamology,
child psychiatry and paediatric ENT surgery.

2. Prevalence

Prevalence No. of active cases per PCT
Atopic dermatitis 22 % 11000
Asthma and wheezing 21 % 10 500

Allergic rhinoconjunctivitis | 10 % (33 % of 13-14 yr olds) | 5000
(1,980 13-14 year olds)

Food allergy 8 % (20 % of 2-3 year olds) | 4 000 (1,200 2 - 3 yr olds)
Multiple food allergies 0.5% 250

Children at risk of 2% 1000

anaphylaxis

Allergic disease comprisesasignificant percentage of theworkload of primary care. Morerare
conditions, or conditionscalling for more speciaised expertise should bemanagedinaspeciaist
paediatric alergy centre, including anaphylaxis, angioedema, chronic urticaria, severeand multi
systemadlergic disease, multipleor severefood dlergy, drug dlergy, venomalergy, latex dlergy,
vaccinereactions, wherethe diagnosis of alergy isin doubt (for exampl e discordance between
history and testing), and excluding allergy asacause of disease or abnorma behaviour (ADHD
affects 10-15% of children; 7 500 children per PCO). These conditions often co-exist in atopic
children.

Servicesoffered by speciadist paediatric dlergy centresinclude:, afull range of diagnostictesting,
day casechdlengetesting, immunotherapy facilities (in accordancewith nationa guideines), afull
time advisory serviceincluding alergen avoidance and primary and secondary alergy prevention,
co-ordinationwith acommunity paediatric team for management of children at risk of anaphylaxis
innurseriesand school s, specidist dietetic service, education, teaching and providing aresource

38



Commissioning Tertiary and Specialised Services for Children and Young People - March 2004

for GP sand other consultantsthroughout theregion
3. Expressed needs

Documents highlighting theneed for further provision of alergy servicesinclude:-
1. Allergy theunmet need - ablueprint for better patient care. Royal Collegeof Physicians
2003
2. StolenLives, Thedlergy report-theimpact of alergieson peopleslivesinthe UK today.
Allergy UK 2003
3. Bridging the Gaps- commissioning and ddlivering high quality integrated hedlthcare. The
Respiratory Alliance 2003

What patientsneed

Anxiety and lack of information among familiesaffected by alergiescause distressand patients
commonly report that doctors giveinadequate hel p and information. They need appropriate
management, education in alergen avoidance and the use of inhaer devices.

Key voluntary organisations
Voluntary organisations contacted include: TheAnaphylaxis Campaign, Allergy UK, National
AsthmaCampaign and British Lung Foundation.

4. Evidence for standards of care

Standards of care are documented in the Royal College of Physicians document ‘ Good Al-
lergy Practice’ 1994 and‘Aller gy: theunmet need’, Royal College of Physicians(2003). It
describescurrent deficitsin NHS alergy services and recommendsthe devel opment of acoor-
dinated and integrated alergy service over thenext 10 years.

5. Current service provision

Childrenwith dlergiesaremanaged by generd paediatriciansor organ based specidists (paedi-
atric gastroenterol ogists, respiratory paediatricians), ENT surgeonsand dermatol ogists. Whilst
these specialistshave animportant rolein the management of allergic disorders, apartnership
needsto be devel oped with specidistsin paediatric dlergy. Many children are seenin appropri-
ateadult dlergy clinics. Other children aredealt with by their GP' s, who havenoclinica training
indlergy. Inregionswith anon-existent services(much of the UK) alergy lacksavoice. Allergy
isoften confused withimmunol ogy.
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6. Pathways of care

Allergy needsa‘wholesystem’ approachinwhichitistreated asaconditioninitsown right
rather than asaseries of diseases depending on the organ system involved. Most patientswith
smpleallergic diseasewill bedealt withingeneral practice. Itisenvisaged that alergy services
will progressively become primary careled, with expertise from the hospital setting for more
severeand complex problems.

At PCOleve, childrenwith alergiescould be managed by ateam comprising the generd prac-
titioner, practice nurse, the practicelead in allergy and GP swith aspecia interest in allergy
offering allergy diagnosisand testing, symptom management and referra to specialist services
where appropriate.

Generd paediatricianswithaninterestinalergy indistrict generd hospitals should ded withlocal
needs. Onemodel may befor ashared gppointment between trustsand aregional allergy centre.
A designated community paediatrician within each primary caretrust would co-ordinate man-
agement. General paediatriciansnetworking with specialist centreswill continueto have primary
respong bility for patientswith singleorgan or uncomplicated alergic disease.

‘Allergy; theunmet need’ proposesthedevel opment of regiona alergy centresto managemore
complex cases, offering equality of accessthroughout the UK. Each region should haveaspe-
ciaigt alergy centre staffed adequatel y with consultantsin paediatric alergy supported by paedi-
atric nurse specialistsand paediatric dieticianswith facilitiesfor training SpR’ sin paediatric al-
lergy and generd paediatricianswithaninterest in allergy. Regional dlergy centreswill provide
speciaist expertisefor managing difficult alergic diseasethroughout their region (tertiary care),
carefor alergic diseaseintheloca population which cannot be dealt within general practice
(secondary care), act asan educational resourcefor theregion, network with and enableloca
trainingindlergy for genera paediatricians, support training at local level for generd practitioners
and nurses in the management of common allergiesin primary care and to be supported by
appropriatelaboratory resourcesfor invitro allergy testing.

7. Gaps and pressures

Giventheincreaseindlergy referrds, primary caremust providefront linecarefor dlergy, with
support from paediatric alergy speciaistsworking in hospitals. Specialistsin paediatric alergy,
workinginregiona alergy centres, are needed to achieve and maintain appropriate standards of
care. Thereisaneed for facilitiesfor accurate diagnosisand management of paediatric alergies,
day casefacilitiesfor challengetesting and alergenimmunotherapy in appropriate settings. New
and expensive ways of treating common conditions, such asthe use of anti-1gE to treat food
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alergy, will need careful assessment and supervision. Clinical leadership mustinitially come
from specidist centresdiagnosing and managing the most complex casesand supporting the
development of capacity within primary care.
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Paediatric Immunology

1. Definition and Scope

Paediatricimmunol ogy includestheinvestigation, clinica assessment and management of patients
with primary immunedeficiency, complex disordersof immuno-regul ation aswell asinputintothe
management of patientswith severedlergy, unusua infectionsand systemic auto-immunedis-
ease. Therearea soimportant linkswith paediatric respiratory medicine, gastroenterology and
haematology / oncology.

2. Incidence and Prevalence

Severeprimary immune deficienciesareraredisorders, but in aregion with atotal popul ation of
twotothreemillion, thereare approximately 200 referral s per annum and 40 children onintrave-
nousimmunoglobulinreplacement therapy. Servicesofferedincludeinvestigation and ddineation
of primary immune deficiency disease, referral for bone marrow transplantationinasuprare-
giond centrefor childrenwith one of the more severeformsof primary immunedeficiency, initia-
tion of intravenousimmunoglobulin therapy for antibody deficient patients, and the management
of complications (such asbronchiectasisand gastrointestinal disease) and unusua infectionsin
immunodeficient patients. Other rolesinclude supervision of immunomodulationwith high dose
immunoglobulin therapy, monoclona antibodiesto cytokinesand cytokine receptorsin severe
and unusua inflammatory disease, and the assessment of immunefunction in patientswith sec-
ondary immunedeficiency (e.g. fromimmunosuppressivetherapy).

3. Expressed Need and Evidence for Standards of Care

Consensusdocument for the diagnosisand management of patientswith primary antibody defi-
ciencies, Royal Collegeof Pathologists, 1995.

Familiesareincreasingly concerned about the possibility of immunedisorder. Atthesametime
knowledge hasincreased exponentialy and thereisareal need for specialist paediatricianswho
havethe knowledge and expertiseto properly diagnoseimmune deficiencieswhenthey doexig,
and to be ableto reassure patients and familieswhen they don’t exist. The outcomefrom bone
marrow transplantation hasimproved greetly, but thisistill dependent on early and rgpid diagnosis.
Ongoing supportivetreatment, for examplein antibody deficiency or in Chronic Granulomatous
Disease, isaso moreeffective, but againisdependent on early diagnosis, proper monitoring and
supervision of ongoing trestment by afully trained and resourced multi-disciplinary team. Patients
therefore need aregional centre where apaediatric immunol ogist works alongside paediatric
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infectiousdiseaseand allergy specidists, aswell asthe organ sub-specialists, and providesa
mainly out-patient and consultative service. Thereisalso aneed for specialist input froma
paediatricimmunology nurse, and it isvital that thereisthe backup from afully accredited
immunopathol ogy laboratory with aconsultant immunol ogist / immunopathol ogist in charge.

K ey voluntary or ganisation: the Primary Immunodeficiency Association (PiA).
4. Current Service Provision

NSCAG (National Speciaist CommissioningAdvisory Group) fundstwo supraregional cen-
tresfor the assessment and treatment of children with themost severeformsof primary immune
deficiency.

Serviceprovisonis‘patchy’ andin many regionsthereisno paediatricimmunologistat al. In
some centres children are seen by adult clinical immunologists, in others by an interested
paediatrician from an associated sub-specidty (for example: paediatric respirology). Thereis
widespread recognition that thisisnot satisfactory, and that in thisrapidly changing field where
outcomesareimproving somuch, itisvita that properly trained sub-specidists adviceisavail-
ableineachregion.

5. Pathways of Care

Paediatric immunol ogy needsanetwork approach so that standards of care can be maintained
and difficult cases discussed appropriatdly.

Themgjor paediatricimmunology centrescurrently hold outreach clinics, for example: the* North-
ernNetwork’ includesEdinburgh, Newcastle, Middlesborough, Carlide, Manchester and Dublin,
withlessformal, but neverthel esseffectivelinksthat include Liverpool, Sheffield, Leeds, Hull
and Nottingham. Joint clinics between paediatric respiratory physiciansand rheumatol ogists
arealso useful. Within each centre one would expect the paediatric immunol ogist to work
closely with paediatric infecti ous di sease physi cians and paediatric haematol ogy / oncol ogy
specialists, providing crossover cover for leaveetc.

6. Gaps and Pressures

Most regiona centresdo not have paediatricimmunology and thereisan urgent need for this.
Such specialistscan’t exist single handed, but asateam with other sub-specialists and adult
clinical immunologists/ immunopathol ogists, can then form part of anetwork with thesupra
regiona centre.
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HIV Infection

1. Definition and Scope

Thisspecidty includesthelong term careof childrenbornto HIV infected mothersand horizon-
taly infected with HIV.

Linkswith other specidtiesincludingAdult ID, GUM, and paediatric infectious diseases.
2. Incidence and prevalence

Inthe UK thereisahigher incidence of materna HIV infectionin London and the South East.
Thisischanging rapidly withincreasing dispersal of asylum seeking familiesacrossthe UK.
Currently in England around 700 confirmed pregnanciesto HIV positive mothersare reported
nationally through the RCOG each year. Taking account of additional reportsthere are now
around 1000 infants/year borninthe UK to HIV infected mothers. All theseinfantswill now need
long term follow up. The uptake of widespread antenatal HIV testing, treatment in pregnancy
with antiretroviral therapy, Caesarian section and bottlefeeding hasled to adramatic reductionin
vertical transmission to around 1-2%. Most of theseinfants have been exposed to highly active
antiretroviral therapy (HAART) in utero, and thelong term safety isunknown. 1058 HIV in-
fected children had been borninthe UK by end June 2003, of who 224 are known to havedied.
Around two thirdslivein London and the South East. Most new children being seeninthe UK
arenow born abroad, and the rate of new diagnoses has not decreased.

3. Expressed needs

Thedramatic reduction in mortality associated with theintroduction of HAART has been docu-
mented (CHIPS - BMJ2003). In acohort study of over 600 HIV infected children, the median
ageis7.8years. Mortality hasfalen by nearly 90% since 1996, with admission ratesasofalling
from 4.3/100 child years of follow up in 1996 to 0.7 in 2001.Nearly 75% of children under
follow up areon HAART. Thisisvery complex, expensive treatment with many side effects.
Around 20 different drugsare currently used. All prescribing should only bedonein conjunction
with apaediatric HIV specialist. Families need high quality local service provision with a
multidisciplinary team. They alsoneed HIV specialist voluntary and state support services.

Key voluntary organisations
TerenceHiggins Trust; Avert; Body and Soul; Positively Women; Body Positive; African HIV
Forum
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4. Evidence of Standards of Care

European guideinesfor themanagement of childrenwith HIV arepublished (www.ctu.mrc.ac.uk/
penta). TheUK fully endorsesand usesthese guidelines. The Children’ sHIV Association pro-
videsguiddinesfor the management and treatment of a| aspectsof paediatric HIV infectionin

the UK (www.chiva.org).

5. Current service provision

InLondonthecareof childrenwith HIV devel oped at the 3 Paediatric I nfectious Diseases Units
inLondon (GOS, St Mary’ sand St George's). The model of care - the Family HIV Clinic
whereadultsand children can be seen together - has been established for over 10 yearsin each
of these centres. Other centres have now developed local care provision. The London HIV
Consortium hasrecently produced amajor report on London HIV paediatric care endorsing
theformal development of 3 service networks (London HIV Consortium Paediatric Sub-Group
- Developing Service Networksin Paediatric HIV Infection 2003). Thereisalack of training
programmesfor medica and nuraing specidigtsinthisarea. Outside London other paediatricians
and adult ID specidistscarefor children

6. Pathways of care

Therearevery limited numbersof specidistsin PaediatricHIV inthe UK (lessthan 10). Dueto
thewide geographical areascovered and the need for familieswith complex medical and socia
needsfor local care, networksof carewith outreach clinics, multidisciplinary audit, and joint
protocolshavedl developed. Themultidisciplinary team hasplayed acriticd roleinthemainte-
nance of adherenceand good physica and psychologica heathinthesehighly vulnerablefami-
lies. Nurse specidigts, psychol ogists, pharmacists, dieticiansand phys otherapists have devel -
oped care pathwaysand MDT networksto support familiesin maintaining health.

7. Gaps and pressures

Thereareno mgjor centres of paediatric HIV specialist careoutside London, but thereare ever
increasing numbersof childrenwith HIV living outside London. We urgently need to devel op
regiona centresfor family HIV careacrossthe UK. CHIVA and the RCPCH areworking with
thecommissionersto try and review thismajor gap in service provision.

In London the needs of adol escents and transition clinicsrequire further development, and

paediatric HIV care should beintegrated into devel oping multidisciplinary service networks of
carefor childrenwith al infectiousdiseases.
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Metabolic Disorders

1. Definition and scope

Metabolic medicine and thetrestment of patientswith an inherited metabolic disease (IMD) isa
small but highly speciaised areaof medicine. Thesedisordersrepresent animportant part of the
growing number of genetic disorderswith new diagnostic testsand new treatment possibilities.
Disordershave awideclinicd spectrumincluding disordersthat may result in sudden decompen-
sation with comaand death e.g. fatty acid oxidation disordersand ureacycledisorders. Others
may follow ad ow neurodegenerative coursee.g. lysosomal disorders.

Many diseasesare multi-system requiring aholistic approach and assessment by awiderange of
speciaist medical servicesincluding neonatal and paediatricintensive care, cardiol ogy, neurol-
ogy, nutritional teamsand genetic servicesfor initia diagnosi sand further management.

2. Incidence and Prevalence

Thesarviceisamost entirely atertiary oneasthesedisordersare generally rare, most individua

disordershaving anincidence of lessthan 1in 10,000 births. An exampleis Phenylketonuria
(PKU), for which thereisanewborn screening programmewithin the United Kingdom, whichis
wel| established and successful. This condition has anincidence of approximately 1in 12,000.
Recommendationsexist for thediagnostic concentrationsof phenylaanineand standards of trest-
ment and monitoring.

Itisdifficult to definethefull scopeof theservicefor IMD, asthereiscurrently no nationdly held
datafor theincidence and prevalence of different conditions. Thisrequiresthe urgent devel op-
ment and funding of diseaseregisters. Workload tendsto be more concentrated in those areas
with certain ethnic minoritiesbecause of geneticinheritance patterns.

The scope of any metabolic serviceisrapidly evolving with increasing recognition of inherited
disease, increasing patient numbers, better survival, and an increasing expectation of health ser-
vicedelivery fromthe public. Thereisaconstant devel opment of new treatmentsfor adult and
paediatric populations, including the recent devel opment of enzyme replacement therapy for ly-
sosomal storage disorders. Many are experimenta and require close monitoring.

3. Expressed Needs

a) Medical Services
These should be provided in aRegional centre and coordinated by aConsultant Paediatric
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speciadistin Metabolic disease.

Shared carewith local servicesisvery important asmany of the patients may decompen-
sate becoming acutely unwell and need to be admitted locally. Individual emergency treet-
ment regimes should be devel oped and provided for the child so trestment can start imme-
diately when they areadmitted to thelocal centre. There should be accessto further advice
fromthe Regiona centre24 hoursaday. The patientsmay need other local servicesandin
particular servicesfor childrenwith neurodisability.

b) Other Clinical Services

TheRegiona centrewill provideamultidisciplinary team to support the patient with IMD.
Inthetreatment of IMD patients an experienced dietitian playsanimportant rolein the
multidisciplinary coreteam. Thedietary management of IMD iscomplex.

In addition support from clinical nurse specialists should be available. Thiscoverage at
present isvariablethroughout the United Kingdom.

The considerable burdenimposed on familieswith thediagnos's, poor cognitive outcome,
long-term chronicillnessand sometimes bereavement meansthereisacons derable need
for theavailability of clinical psychology servicesaspart of amultidisciplinary service. For
many of these disorders, neuropsychometric assessment i sthe main outcome measureand
isnormally obtained by clinical psychologists. Thisneed ispoorly provided for at present.

c) Laboratory Services

Theclinica servicefor IMD iscrucidly dependent on the specidist metabolic biochemistry
laboratory service. Inal centreswith aclinica servicethereisacomplementary laboratory
with accessto afull rangeof specialist testing and linksto neonatal screening. TheNationd
Newborn Screening Centre cameinto being in April 2002 and followed on from the M edi-
cal Research Council /Department Of Health funded PKU register. Standardswill bede-
veloped for the various stagesin the Screening Process.

Major advancesin genetics and biochemical diagnosishave aso highlighted the need for
specialised laboratory services. New diagnostic technology in theform of tandem mass
spectrometry (TMS) isbeing introduced throughout the United Kingdom and will change
the practice of the speciaty of metabolic medicine. Thistechnology, using neonatal blood
spots, leadsto the possibility of more patients being diagnosed in the newborn period with
extended screening. Asawide range of disordersmay be detected, immediate specialist
adviceand counsding will need to be avail abl e throughout the United Kingdom. The most
obvious candidate for inclusion is medium chain acyl CoA dehydrogenase deficiency
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(MCAD). Thevauefor screening other disorderse.g. ureacycledisordersand maple syrup
urinediseaseislessclear. Introduction of screeningimpactsontheneed for rapid diagnosis
and management of IMD which requiresclinica, |aboratory, nursing and dietetic services.

d) Voluntary Organisations

Many support organisationsexist and someare specific for individua diseases. CLIMB,
NSPKU and the MPS Society areexamplesof organisationswhich can provideinvauable
support for parentsand families.

4. Current Service Provision

The Consultant serviceiscurrently patchy (only ten centres currently provide aservice) and
inequitable. At present only two unitshave morethan two consultants (GOS, L ondon and Manches-
ter) with expansion planned in Birmingham and London. In all other unitsthe consultantsare
single-handed. Asaresult many patientsare still under the care of district paediatricians, only
somebeing seenin outreach clinics.

5. Pathways of Care

Eachloca commissioning healthcare group will requireacl ear link with the Regional centreto
co-ordinate carefor patientsintheir areawith these conditions. Thoseareaswith ahighincidence
for ethnic reasons may require enhanced servicesfrom their Regiona centre, such asthe provi-
sion of specific outreach andjoint clinicswith local paediatric services.

6. Gaps and Pressures

Currently many pressures exist which lead to aninequitabl e distribution of servicefor these pa-
tientsand need significant futureinvestment in services.

Thelack of acoordinated approach and appropriate servicesfor patientswith inherited meta-
bolic disordersthroughout the United Kingdom isof extreme concern to the professionasin-
volved inthese services, the patientsand their carers. These problemslead toinequity of service
and are particularly acute because;
» Many childrenwith metabolic disordersare under the care of district paediatricianswith no
pecidig traning.
» Many of the specialist consultants providing aservice are single-handed. The development
of networks between Regional centreswill berequired and need funding for expansion.
» Evidencebased guiddinesfor investigation and management need to bedeveloped ona
National basis.
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* Information for patients, parentsand health professionalsislimited.

* Specidist |aboratory serviceshave amajor problem with inadequate numbersof clinical
scientistsand alooming crisisin succession, asmany senior staff will retireinthenext 5
years.

» Specialised adol escent and adult servicesfor inborn errorsare at best very limited and
non-existent in someareas. Many adultsare till looked after in paediatric unitswith others
lost to follow up.

» Future devel opment of neonatal screening programmeswill impact on serviceprovision
for patients.
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NEONATAL INTENSIVE AND HIGH DEPENDENCY
CARE

(Note this section refers to medical care only. See surgical services section for neonatal
surgery.)

1. Definition and scope

Unitsthat carefor babies can haveavariety of names (neonatal unit, specia careunit, neonatal
intensive care unit, etc) but currently these names say little or nothing about thetype of work they
perform. Activity hastraditionaly been described as. intensive care, high dependency care, spe-
cid careand norma care. Thedefinitionsof thesetermshave varied over time, but themost upto
date definitions can be obtained from the British Association of Perinatal Medicine (BAPM)
www.bapm.org. Simple, broad descriptionsare givenin thebox below. However itisimportant
to notethat any one baby may start lifenormal, becomeill at 12 hours (say with aninfection) be
needing intensive care by 24 hoursand movethrough high dependency and specid care catego-
riesinthefollowing few daysbefore being normal again at aweek. It may be necessary to move
the baby from one unit to another in order to get the appropriate level of care.

Outline definitions

Type of care Intensive care High dependency | Special care Normal care
care

Incidence About 1.5 t0 2.0% of all live births. About 7t0 10% | All live births
However casemix variation can resultin | of all live births
significant local distortion

Type of a) Ventilation a) Continuous A whole range of | Babies in this

intervention irrespective of the | airway pressure babies meet this | category should
babies gestation; | support in babies criteria if they not be in hospital.
b) Continuous not fulfilling have needs However special
airway pressure intensive care which can not circumstances
support in the first | criteria; reasonably be may exist - .g. in
5 days of life; b) babies < 1000g | met at home and | babies admitted
c) general not fulfilling do not fulfil the for a special
supportive care to | intensive care criteria for investigation who
the most immature | criteria; intensive or high | need normal care
infants (e.g. those | c) babies receiving | dependency care | whilst an inpatient
born < 29 weeks intravenous - e.g. babies
gestation); nutrition; requiring
d) certain specific | d) certain special intravenous
procedures -e.g. situations e.g. therapy, or
dialysis babies with phototherapy for

tracheostomy jaundice
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2. Evidence for standards of care

Therecent review of newborn carein England (availablefrom www.doh.gov.uk/nsf/neonatd .hitm)
madeit clear that :-
a) Intensiveand high dependency care should be considered specialised services,
b) All neonatal care should be delivered through managed clinical networks based on
populationsof about 15 to 25,000 births(i.e. will involve multiple PCOs);
c) Eachnetwork should designatetheir congtituent unitsintermsof thetype of work they
should undertake. Thetype of unit will determinethelevel of staffing, equipment, genera
support, etc that should beimmediately available. See BAPM document “ Standardsfor
hospital s providing neonatal intensive and high dependency care- 2001” (availablefrom
WwWw.bapm.org);
d) Eachnetwork must have sound transport arrangementsin place;
e) Staffing should be matched to thetype of unit.
Similar reviewsarein place or planned in Wales, Scotland and Northern Ireland.

3. Pathways of care

The network concept requiresasignificant number of babiesto be moved to accessthe care
they require. Therefored | unitsaccepting referralsmust have adequatefacilitiesto support and
accommodate parentsfor, sometimes, prolonged periods.

Intensive care units should be co-located with foetal medicine services. Babies needing inten-
sive carefrequently need accessto arange of other serviceswhich should beavailableonsiteor
have clearly defined routes of access. Theseinclude: neonatal surgery, speciaist anaesthetic
support, radiology, genetics, thefull range of paediatric pathology services, dietetic services,
pharmacy services, community liaison, follow up assessment and support, family and cultura
support services, bereavement counsellors.

All unitsmust be ableto operate at their appropriatelevel 24 hoursaday 365 daysayear. In
particular afirst classresuscitation and stabilisation servicemust dwaysbeavailableinadl units.
Theremust be clear local arrangementsfor thefollow up and continuing care of infantswith
ongoing problems, including transfer to appropriate hospital and community servicesfor older
children.

4. Audit, evaluation, and monitoring

A national audit schemeishbeing considered. Inthe meantimeall unitsshould collect datausing
theBAPM definitionsand produce an annua report. Existing national mortality dataproduced
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by ONSisdifficult to eval uate (because of local confounding factors) and amost impossibleat
thelevd of theindividual PCO (because of small numbers). Datafrom individual hospitalsis
similarly difficult to evaluate because of casemix differences. However these existing types of
data can be supplemented by: survival ratesat particular gestations (using babiesalive at the
onset of labour asadenominator), the proportion of babiesthat haveto betransferred outside
thelocal network in order to get care (should always be < 5%), and the proportion of preterm
babiesaiveand normal at 2 years.

5.  Voluntary organisations

Individua hospital s often have active parent groups. Thelargest national organisationisBLISS
(Baby Life Support System www.bliss.org.uk).

6. Gaps and Pressures

Thehigh pressure nature of thework and thefinancia rewardsavailable haveresulted in nursing
staff shortages and recruitment problemsfor anumber of ancillary groups such as specialist
pharmacistsand dieticians. The need to reduce doctors hoursof work isplacing greet strain on
existing medical working patterns. It isenvisaged that networkswill improvethissituation to
someextent.
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NEPHROLOGY, INCLUDING RENAL REPLACEMENT
THERAPY

1. Definition and Scope

1.1  Theroleof the Tertiary Paediatric Nephrology Serviceistoimprovethecareofferedto
childrenwith nephrologica diseases, including thoseinwhom the primary problemisUrologi-
cal. Theservice offersexpertisein the many individually rare conditions presenting to local
services. It also offersdiagnostic and therapeutic modaitieswhich arenot availablein primary
and secondary care. Diagnostic expertiseisdependent on high quality paediatric rena pathol-
ogy and rena imaging. Thereisanimportant preventative aspect to the service aseffective
management may del ay the devel opment of rend failurebothin childhood and adult life. Advice
about genetically determined renal diseaseisanother preventative aspect of the service.
1.2 Animportant principleisto provide care as close to home as possible. Outreach
clinicsheldjointly with thelocal paediatrician areamainstay of such local carebut thereis
evidencethat the provision of these servicesare significantly limited by the underprovision of
both medical and non-medical professionalst.
1.3  All aspectsof renal careare heavily dependent on amultiprofessional team. Thisis
particularly important for the management of the most severe acuteand chronic conditionsand
preventative elementsof the service.
1.4  Counsdlingthechild andfamily sothat they havearedistic understanding of thelikely
progressof thedisease bothin childhood and adult lifeisaspecid rolefor the Tertiary teamand
againrequiresmultiprofessiona working“2.
15  Thereisahighdegreeof inter-relationship between paediatric nephrol ogy, paediatric
urology and transplant surgery. Other important inter-relationsinclude:

Peediatric Intensive Care

Neonatal Intensive Care

Foetal medicine

Genetics

Peediatric Imaging

Paediatric Histopathology

Adult Renal Services

2. Incidence and Prevalence

21  TableAlistsconditionsusudly treated by PCO and secondary teams®. TableB shows
rarer conditionsusually managed wholly or largely by theregional centre.
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2.2 Detailed information about theincidence and prevalence of end stagerendl failureis
availablefrom the Paediatric Renal Registry*. Thesereportshaveidentified that ethnicity hasa
very mgor impact ontheincidenceand prevaence of end stagerend failure. Acute Rend Failure
(ARF) hasanincidenceof 197/milliontotal population/year. After infancy theincidenceof ARF
is8/million population/year. Nephrotic Syndrome (NS) hasanincidence of gpproximately 1:6000
children under 16 yearsof age. In90% of casesof NStherewill beno risk of renal failurebut
eveninthisgood prognosisasmany as 60% may requireinvolvement of the Tertiary Centreat
sometime. Thel10%inwhomthereisarisk of renal failurewill requirespecidist follow up. The
incidence of nephrolithiasisisgpproximately 2 children/milliontotal population/yesr.

2.3  TableCoutlinestheadditiona low volume serviceswhich need to be provided for large

populations.

Table A - Conditions which may be handled Table B - Uncommon Conditions
locally or by shared care
Acute renal failure requiring dialysis

Uncomplicated Urinary Tract Infection (1% Severe Chronic Renal Failure

boys, 5% girls) Chronic Dialysis and Transplantation
Nocturnal Enuresis (15% at 5 years) Complicated Nephrotic Syndrome
Daytime Enuresis (1.5% at 5 years) Severe or chronic glomerular disease
Antenatal Hydronephrosis (1:125) Vasculitis (except mild Henoch-Schonlein
Chronic Renal Failure (Mild/moderate) Syndrome)

Acute Renal Failure not requiring dialysis Chronic tubulointerstitial disease including
Uncomplicated Nephrotic and Nephritic Fanconi Syndrome

Syndrome Renovascular Hypertension

Haematuria Severe hypertension and hypertensive crises
Proteinuria Nephrolithiasis

Mild to Moderate Hypertension

Table C - Low Volume Service Provided for Large Populations

Haemodialysis — acute and chronic

Peritoneal dialysis — acute and chronic

Access for haemo and peritoneal dialysis
Plasmapheresis

Renal Transplantation — Cadaveric and Living Related
Tissue typing and renal immunology

Renal biopsy

Urodynamics

Specialised Renal Psychosocial support including education
Feeding clinic including specialised paediatric dietetics
Specialised renal pharmacy
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3 Current Service Provision?t?

3.1  Therearecurrently 9 centresin the UK which provide Nephrology, Diaysisand Rena
Transplantationfor children (Bdfast, Birmingham, Britol, Glasgow, Great Ormond Street, Guy's
Hospital, L eeds, Manchester, Newcastle and Nottingham).

3.2  Cardiff (linked with Bristol), Liverpool (linked with Manchester), and Southampton
(with Guy’ s) provide Nephrology and Diaysisserviceswith linksto centresindicated for trans-
plantation.

3.3  Lecester and Sheffied (with Nottingham), Oxford, and Edinburgh (with Glasgow) pro-
vide Nephrology services.

34  Alltertiary centres, supported by Nephrology/Diaysiscentres, operate care networks
with secondary services. Outreach clinics are an essential feature of these networks and
workforceunderprovision serioudy limitsthe provision of outreach services.

4 What children Need

4.1  Thenecessary concentration of low volumeservicesinasmall number of centresinevi-
tably meanstravel for at |east some aspects of management. Thismay be over long distances
and for haemodialysisthe child/young person will haveto travel threetimes per week. Trans-
port must bereliableand timely. All childrenunder 16 yearswill need to beaccompanied. For
childrentravelling frequently, particularly thosetravel ling threetimesaweek for haemodiayss,
itisoften not practical for the parent/guardian to takeonthisroleand a‘“carer’ will needto be
provided to take on thistask.

4.2 Rend failuremanagement isvery demanding and thereissignificant psychologica mor-
bidity and socid cost for thechild and family®. Tomitigatethese burdensonthechild and family
and to maximisethelife opportunities of the patient and siblingsitisessentid that adequately
resourced specialist rena psychosocid servicesareavail ableto advise thefamily and engage
local services.

4.3 A particular concernisthe provision of adequate educational support and adviceto
minimisetheimpact of frequent admissionsto hospital and, for children on haemodialyss, the
impact of threetimesaweek treatment in hospital. Thisrequiresteachingwheninhospita and
liaison withtheloca schools'2

4.4  Ithasbeen shownthat trangtionto adult care has particular problemsfor young people
with renal problems, particularly thosewith rena transplants®. Thetransfer to adult servicesof
young peopleneedscareful planning.

5. Gaps and Pressures

51 A number of gapsand pressureswereidentified during preparation of the recent re-

55



Commissioning Tertiary and Specialised Services for Children and Young People - March 2004

portst2,

5.2  Thereisanimminent crissin consultant staffing. There have been anumber of unfilled
postsintherecent past. To avoid thisin thefuture trainees have been recruited to anational
training scheme. Thefirst batch of traineeswill completetraining thisyear and currently the
majority will not have consultant poststo apply for. They will belost to paediatric nephrology
unlessan urgent solutionisfound to thisproblem. Thiswill beamassivedisincentiveto further
traineesapplying for national training postsand the prospectsfor paediatric nephrology will be
evenworsethan beforethenational training schemewasinitiated. Themodest andredistic plans
set out in the Workforce Planning Document? will not be achievable and unitswill haveto close.
Thiswill increasethetraveling for childrenandtheir families. Therewill aso haveto beareduc-
tion rather than anincreasein outreach clinicsfurther reducing accessand increasinginequity in
theservice.

5.3  Therearemgor gapsinthe number of nurses. Only seven unitsare ableto provide
specidist nursing 24 hoursaday and thislimitsthetreatmentsavailablein someunits'. Thereare
asoinsufficient training placesfor paediatric rena nurses'.

54  Unfortunately thesame problemsarisewith the staffinglevel sfor al the other membersof
themultiprofessiona team particularly dieticians, psychologists/psychiatristsand socia workerst.
55  Thereisafurther problemwith funding of paediatric rend socia workers. Themgjority
are charitably funded often on short term contracts. Furthermorethosewith Local Authority
funding areunder threat™.

6 Organisations consulted

6.1  Theorganisationsconsultedin preparation of the recent reports are detailed in those
reportst2,

6.2  TheNationa Service Framework for Nephrology® has consulted widely with patients
and carers.

6.3  Therehasbeen extensive consultation with the British Rend Society, theKidney Patient
Association, theNational Kidney Research Fund, the Renal Association and the BritishAssocia-
tionfor Paediatric Nephrol ogy.

7 Audit and Evaluation

7.1  All centresreport their datato the Annual Paediatric Renal Registry*.

7.2 Alltransplant dataisreported to UK Transplant which audits outcomes'.

7.3  All centresaudit their activitiesagainst the Roya College Document * Treatment of Adults
and Children with Chronic Rend Failure; Standardsand Audit Measures &,

7.4  Itishopedthat the above document plusthe standards established in the recent review of
units*will allow regular multiprofessional peer audit of unitsto beestablished.
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NON-MALIGNANT HAEMATOLOGY

1. Definition & Scope

Haematol ogy isaspecialist service provided intertiary regional centresusudly aongside paedi-
atric oncology and provided by multidisciplinary teams. Theaimisto providespecidist clinical
and laboratory diagnosisand interpretation in rare disorderswhich include coagul opathies (en-
compassing thrombophilia), haemoglobinopathies, haemophagocytic syndromes, chronic
haematol ogical disorders (neutropenia, thrombocytopeniaand haemol ytic processes), unusua
anaemiasand provision of comprehensive carefor haemophilia. Many regional centresalso
provide bone marrow transplant (BMT) services for non malignant indications e.g.
haemogl obinopathy, severe aplastic anaemia, metabolic disorders, haemophagocytosisetc. Ter-
tiary paediatric haematology isalow volume servicefor rare and difficult diagnoses provided for
large populations. Thereisoften arequirement for inpatient support for definitive treatment,
blood product transfusion, iron chelation therapy and intravenous accessmanagement. Closaly
linked servicesinclude: immunol ogy, oncology, blood transfusion medicine, pain servicesand

genetics.
2. Incidence & Prevalence

Many conditionswhich would be appropriately managed by thisservice arerelatively common
and may be managed by primary and secondary serviceswith co-ordination and expertise pro-
vided by tertiary haematology. Othersmay be exceedingly rare and require extensivetertiary
diagnostic and clinical input. Disorders associated with specific geographic ancestry require
moreresources dependant upon distribution of ethnic minority populations. The betathaasssemia
genecarriagein the Pakistani population isbetween 6%-10% and the sickle haemogl obin gene
carriage can be up to 25% in someAfro-Caribbean populations. Tertiary centresoften provide
an annual review processin conjunction with secondary centreswhere most care may be pro-
vided.

3. Expressed Needs

Asfor any raredisorderschildren and their carersrequire prompt accessto diagnostic expertise
and explanation of their investigations, resultsand diagnosesand aclear and coordinated plan for
management including emergency accessto care. Thereisarequirement where possibleto
provide shared care with community based or DGH services. Information regarding linksto
other agencies (education, socia services) and support networks (e.g. Shwachman Diamond
syndrome, Fanconi anaemia, I TP support groups) isavailable. User groups are beginning to
definewhat they expect from healthcare providers and are devel oping standards of carefor
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management with specific medical and multidisciplinary input. TheUK Sickle Cell Society and
the UK Thalassaemia Society are developing such standards.

4. Evidence for Standards of Care

The British Committee of Standardsin Haematology (BCSH) aspart of the British Society of
Haematology (BSH) has commissioned and published guidelinesfor standardsof careinal
areas of haematol ogy which include management of I TP and blood transfusion in children
(www.bcshguidelines.com) The UK HaemaphiliaCentre Directors Organisation (UKHCDO)
have produced guidelinesfor the management of heedinjuriesinhaemophilia. Regigtriesfor very
raredisorders(saveregplastic anaemia, Fanconi anaemia, dyskeratod scongenita, Diamond Blackfan
anaemia, chronic neutropeniasetc.) aremanaged by enthusiagticindividuasand reported tothe
Paediatric Sub-Committeeof theBSH. Additionaly adirectory of laboratoriesand contactsprovid-
ing goecificgpecidiginvestigaionfor raredisordersisavailableontheBSH website,

5. Current Service Provision

Multidisciplinary tertiary haematol ogy careisusually provided aongside oncology with clinical
nurse specialist involvement. Some centres provide outreach clinicsat DGHsjointly with
paediatricians. On-cdl arrangementsaim for twenty-four hour availability of advice, though this
will depend upon numbersof haematol ogistslocally. On-call isoften shared with oncology. In
large centres aseparate non malignant on-call rotamay exist. Facilitiesfor emergency access
and care are provided e.g. for haemophilia, bleeding (platel et disorders), acute sickle crises
(infarction, sequestration) and the management of seriousinfections.

6. Pathways of care

Thereisanincreasing requirement from trangition to adult services. Trangitioninhaemophiliais
reasonably well devel oped but there may bedifficultiesin other arease.g. haemoglobinopathies,
neutropeniaand pre-leukaemiasyndromes. Provisionisrather rudimentary at present, agreat
dedl of work isrequired to get thisright which may involve shared adult and paediatric clinics.

7. Gaps and Pressures

Major problemswith under staffing create service delivery pressures. A recent manpower
survey by the Paediatric Sub-Committee of the BSH identified amajor shortfall intraineesin
paediatric haematol ogy for new, vacant and retirement haematol ogy posts. Additionally the
national neonatal haemoglobinopathy screening programmewhichiscomingonlinein April
2004 will provide additiona pressuresfor al paediatric haematologistsinthe UK.
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ONCOLOGY AND MALIGNANT HAEMATOLOGY

1. Definitions and Scope

Serviceprovisionfor children with oncologica and malignant haematological conditionsispro-
vided by the United Kingdom Children’s Cancer Group (UK CCSG) and the United Kingdom
Childhood LeukaemiaWorking Party (UKCLWP). The UKCCSG isanaiond, multidisciplinary
organisation which aimsto advance the care of children with cancer through clinical research
(web site http://www.ukccsg.org/). The ultimate objective of the group isto improvethe out-
comeof childrenwith poor prognosismalignancy and maintain excellent rates of cure, whilst
reducing long term toxicity for those children withagood prognosisdisease. The (UKCLWP) is
responsiblefor the care of children with malignant haematol ogical conditionsand functionsin
paralel and complementsthe UKCCSG The UKCCSG hasanetwork of nearly 500 members
from 22 United Kingdom treatment centres. Within the UK CCSG thereismultidisciplinary rep-
resentation (chemotherapy, pathol ogy, radiol ogy, radiotherapy and surgery).

2. Incidence and Prevalence

Theincidence of maignancy (including leukaemia) is1in 600. Thereforein aPCO with anunder
15 year population of 50,000 about five children would be expected to present with amalignancy
eachyear.

Overdl, inthe United Kingdom each year 1,200 children present with amalignancy, 30% with
leukaemiaand 27% with central nervous system tumours. Studieshave clearly demonstrated
that the probability of long-term cureisincreased when patients are treated at a UKCCSG
centre (Stiller, British Journa of Cancer 1994) and treated according to an established protocol
(Stiller et d, British Medical Journal 1990).

3. Evidence of Standards of Care

Thetreatment for childhood malignancy isby national and international protocols. Currently
thereare 37 protocol s covering themgjority of childhood malignancies.

NICE guidelinesare being established for childhood malignancy and the UK CCSG and Child-
hood L eukaemiaWorking Party are actively involved in this process.

4., Current Service Provision

Eighty seven per cent of children with malignancy inthe United Kingdom aretreated at the 22
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UK CCSG centreswheremultidisciplinary careisddivered. At most of the UKCCSG centres
shared careisestablished with Paediatric Oncology Shared Care Centres (POSCUSs). Guide-
lines are established for interaction between aUK CCSG centre and aPOSCU. A detailed
survey of current service provision with anumber of core staff in each centreiscurrently being
established.

At each UKCCSG centrethereisan established multidisciplinary teaminvolving apaediatric
oncologist, surgeon, radiotherapist, pathologi<t, radiologist, specialist nurses, physiotherapy,
occupationa therapy, pharmacy, dietician, psychologistsand psychiatrists.

Thereareanumber of national organisationsinvolved in supporting children with malignancy
and their families, including the Childhood and Adolescent Cancer Partnership (CACP), the
National Alliance of Childhood Cancer Parent Organisation (NACCPO), Sargent Cancer Care
for Children, Macmillan Cancer Relief, Cancer Leukaemiain Childhood (CLIC) and the Teen-
age Cancer Trug.

Themaority of UKCCSG centres a so focuson the care of adolescentswith malignancy and
strongly interact with the Teenage Cancer Trust. Theseteenage unitsprovideinteractionwith
adult servicesto ensureaseamlessddlivery of carethrough childhood, adolescence and adult-
hood.

5. Pathways of Care

Clear referral pathways are established between district general hospitalsand the UKCCSG
centreswhen adiagnosisof childhood malignancy or acentral nervous system tumour issus-
pected.

6. Gaps and Pressures

Survival for childhood malignancy overal is70%. Thishasbeen achieved by multi-modality
careand thetreatment of children according to national and internationa protocols. Thesur-
vival for someprevioudy poor prognossmaignancies, for examplein acutemyeloid leukaemia,
has been achieved by theuse of intensive chemotherapy. Currently, the United Kingdom results
for thistype of leukaemiaare highest intheworld. Asaconsequence of thisthe demandsfor
intensive support for children undergoing thesetreatmentsisincreasing. A survey isbeing un-
dertaken of the current needsat UK CCSG/CLWP centres. Thekey themeswhich are appear-
ingare-

i) Limited capacity to carefor childrenwith maignancy at UK CCSG/CLWP centresdue

tothelack of trained medical and nursing staff. Thishasresulted in some childrenwith
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malignancy being transferred from one UK CCSG centreto another in order that investiga-
tions can beinstigated and treatment delivered.

ii) Relianceonvoluntary organisationsfor the provision of service. Childhood cancer chari-
ties, particularly Sargent Cancer Carefor Children, Macmillan and CL1C providefunding
for membersof themultidisciplinary teem. Duetofinancid varighility in cheritableorganisations,
servicesmay be cut without warning and the vulnerability of the service hasrecently been
demonstrated.

As70% of childhood malignanciesaretreated on national and internationa protocols, with the
introduction of Good Clinical Practice (GCP) and the EU directivefor clinical trids, thereare
increasing regulatory requirements. Thisis putting enormous pressure on the UKCCSG and
UKCLWP centres, intermsof compliancewithtria regulations.
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PAEDIATRIC INTENSIVE CARE

1. Definition and Scope

The specialty providesaservicefor infantsand children who may benefit from more detailed
observation and treatment than isnormally available on sandard wardsand departments. Thisis
usually takentoimply ause of technological support, including mechanical ventilation and/or
invasivemonitoring.

Intensive Care may be needed in patientswith established or incipient organfailure, arising either
fromanacuteillnessor asapredictable phasein aprogramme of treatment (for instancefollow-
ing cardiac surgery).

The appropriate centralisation of Paediatric Intensive Care (PIC) facilitieshasincreased the
need for specialist transfer teamsto movecritically ill children from the healthcarefacility in
whichthey initially present to the Paediatric Intensive Care Unit (PICU).

2. Incidence and Prevalence

Approximately 2% of children admitted to hospital will requirelntensive Care. Thereisevi-
dencethat the use of intensive care by childrenisincreasing, and thereare 2.3 admissionsto
intensive care per thousand children per year or more. Thereismarked seasonal variability in
PIC bed use. Although the provision of one

bed per 30,000 children would cover most of Respiratory

theyeer, at imesof pesk demandthisincresses | hooroogy/neurosurgery

Generalised Sepsis

toonebed per 16,000 children. Cardiothoracic disease
Trauma and burns

Neonatal Surgery
A number of specialist services depend upon Other Surgery

o o Nephrology
PIC provision. The range of admission Hepatology
. . . . Oncology/haematology
disgnoses seenin one PICUisshowninthe Metabolic Disease (inc Diabetes)
box.

The range of diagnostic groups admitted to a tertiary
Paediatric Intensive Care Unit.

3. Expressed Needs

Families need rapid accessto the knowledge and skills of the PIC team, either directly or by
proxy through their local clinicians. Thismust be available at asenior level at all timesand
emphasisesthe need for strong networksbetween PICUsand their referring hospitals. Families
need safe, timely and accurate management of their critically ill child, by clinicianswho are
trained and competent in intensive care, in facilities gppropriateto their needs. Communication
with parents and patients should be clear and honest, with agreed management plansand dis-
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charge arrangementswhere appropriate.
4. Evidence for Standards of Care

Thiscan befound in the Children’ sNSF; * Paediatric Intensive Care“ A Framework for the
Future” Department of Health, 1997; “ A Bridgeto the Future - Future nursing workforce and
educationin paediatric intensive care” Department of Health, 1997; “ Standardsfor Paediatric
Intensive Care” Paediatric Intensive Care Society 1996; The Bristol Royal Infirmary Inquiry
Report; Report of the Paediatric & Congenital Cardiac Services Review.

5. Current Service Provision

PICiscurrently providedin 29 unitsin England and Wa es. Thesevary from single specidty units
(for instancelooking after children with burnsor following cardiac surgery) to larger multi-
specialised units. Unitsdedicated to the care of criticaly ill children have abetter outcomethan
unitsthat practiceintensive careon an occasional basis. Larger unitsmay be more efficient, but
the exact relationship between unit sizeand quality of care hasyet to be defined.

6. Pathways of Care

Criticaly ill childrenwill present to their loca hospitalsthat should havethefacilitiesand expertise
to resuscitate and stabilise them. The PICU should liaisewith itsreferring hospitalsto provide
appropriatetraining and adviceto facilitate this. Three should be clear lines of communication
between referring centres and the PICU both for admissionsand at thetime of discharge. There
should be agreed protocol sfor management, admission and discharge. Following dischargethere
should be appropriatearrangementsfor follow up, and if necessary for counselling of the parents
intheevent of thechild not surviving.

7. Gaps and Pressures

Significant advances have been made following the centralisation of PIC services, but further
progressishampered by alack of appropriately trained children’ snurses. Medical staff expan-
sionisneeded to allow appropriate reduction in working hoursfor medical staff. Increasing

difficulty isbeing found in gppointing appropriately experienced middlegrade medica staff.

These staffing pressures are exacerbated by the need for a continuous emergency and out of
hoursservice.

Pressureonintensive carefacilitieswill comefrom theincreasing surviva of technology depen-
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dent children, who often are cared for inappropriately inintensive care asthere areinadequate
resourcesto allow them to be nursed at home or on apaediatric ward.
Transition
Thereissome overlap in care at both ends of the age spectrum, with some PICUs caring
for term or near term infantswho in other areaswould be cared for by neonatol ogy ser-
vices. Similarly young adultswith, for instance, congenital cardiac disease, may be best
looked after in PIC wherethereisthe appropriate expertise and experience. In both cases,
provision should be madefor age appropriatefacilities.

Audit and indicators of excellence

All unitsshould participatein the PIC Audit Network (PICANET) and those undertaking
cardiac surgery should also audit their work through the Central Cardiac Audit Database.
Structuresshould also exist to alow for regular liaison with referring centres, other specia-
tiesthat access PIC facilities, and parent groups.
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PAEDIATRIC NEUROSCIENCES

Paediatric Neurodisability
1. Definition and Scope

It has been estimated that 2-3% of the child populationwill have someleve of specia needsand/
or disability. 0.3-0.5% will have severelearning disabilities. ThusinaPCOwithachild popula-
tion under 15 years of 50,000, therewill be 1,000-1,500 children with significant disabilities.
Many childrenwill havedua disabilitiesor comorbiditiesand have needsfor secondary level and
tertiary specialist services. Children and their families therefore need locally organised
multidisciplinary carethrough childhood to adult life. The system of managed clinical networks
recognisesthat some aspectsof disability need speciaist services(tertiary care) which needto be
funded asacare package. Collaboration acrossservicesisvita in promoting aservice around the
child andfamily. Tertiary neurodisability worksclosaly with paediatric neurology and neuropsy-

chiatry.
2. Incidence and Prevalence
Condition Prevalence Estimated Number in PCO
Cerebral Palsy 3/1000 live births 110
Autistic spectrum disorder 1/100 500
Epilepsy 0.5/100 250
Severe learning difficulties 0.3/100 150
Acquired brain injury 18/100,000 9
Muscular dystrophy 0.3/1000 male births 5

3. Expressed needs

Specialist neurodisability servicesoccur at secondary and tertiary level anditisthrough locally
managed care pathwaysthat the rel ative contributionsmay be negotiated in order that the child
has accessto thefollowing tertiary componentsof care (in someareasavailableat 2° level):

» Rehahilitationfollowing acquired braininjury

» Surgery for cerebra palsy, surgery for scoliosis, gait analysis

*  Spadiicity management including botulinumtoxin

»  Severecognitive and behavioura regressionin epilepsy

»  Complex communication disordersand the provision of aids

*  Sensory imparmentse.g. cochlear implantsand servicesfor severevisual impairment
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All children accessing tertiary serviceswill need to continueall secondary / community care
whichin particular liaiseswith education and socia services.

4. Current Services
The servicein paediatric neurodisability isprovided by amultidisciplinary team (Box B) The

team for each child with aneurodisability variesaccording to needs.

Multidisciplinary Team (MDT)

Core Supporting
Consultant Paediatrician Paediatric ophthalmic/ ENT /audiology
Paediatric Physiotherapy Paediatric neurology
Paediatric Occupational therapy Paediatric genetics
Paediatric speech and Language therapy Paediatric orthopaedics, orthotics
Paed clinical psychology/ psychiatry /CAMHS  Palliative services
Specialist nursing Mental health services for learning
Teacher/ and A & C support disability Box B
Support services
Primary (PCT) Secondary Tertiary
Laboratory Initial investigations  Further investigations Metabolic laboratory.
Imaging e.g. CT and MRI Gait analysis/
Other e.g. EEG Videotelemetry, genetics
Surgical teams Orthopaedics / orthotics
Box C

Other agenciesinvolved
Education and Social Services, parent and patient user groups, voluntary agencies

5. Evidence for Standards

Education Act 1998 Code of Practice 2000

Standardsfor child devel opment services—A guidefor commissionersand providersBAACH
/ CDDG 1999

Recommendationsfor minima Standardsof hedlth Carein children with cerebral palsy Hemi—
Help 1999

Disability DiscriminationAct 2000

Community paediatric workforce requirementsto meet the need in the 21% Century. BACCH
Working Group 1999
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Qudity standardsfor childrenwith visua impairment DSES 2002
Devel oping intervention/support for deaf children and young people DSES 2002
Together from the Start: practical guidancefor professionasworking with disabled childrenand

their familiesDSES 2002
Nationa recommendationsfor management of A utistic Spectrum Disorder 2003 and National

Planforautism

Thebusinessplan: service development for children with neurodisability, Standing Committeeon
Disability 2003

NICE Guidelineson management of ADHD 2001

Getting theright start: Nationa Service Framework for children— Standard for hospital services

and Emerging Findings DoH 2003
Pathways of care provision: two examples
Cerebral Palsy The providers
< >
Local SS* Primary Secondary Tertiary
Identification SureStart HV, GP, Neurodisability Neurodisability paed.
Neonatal Team Neurologist
Paed. Physio.
Assessment SCOPE Social Multidisciplinary | Specialist MDT / surgical
support team services
Management SCOPE Counselling Therapy, play, Gait analysis
2 Inclusion and | Treatment e.g. Botulinum toxin
E health of GOR / Paed Surgical services
= Services epilepsy
g— Paed. Surgery
£ Rehabilitation SCOPE Inclusion Therapy, Special Education
teaching
Communication The providers
disorder P >
Local PSS* Primary Secondary Tertiary
Identification SureStart HV, GP, Neurodisability | Neurodisability paed.
Family Centre. | Sp. &Lang Sp. Sp & Lang Neurologist
Parent therapist therapist.
‘Early Bird’
Assessment Nursery Social Multidisciplinary | Specialist MDT
A\ 4 support team
E Management National Counselling | Therapy, play, Specialist school,
= Autistic Soc., Inclusion Treatment e.g. Inclusion team
g— (NAS) of epilepsy
£ Rehabilitation NAS, Afasic Inclusion Therapy, Special Education
teaching

Local PSS = Local public sector services

6. Gaps and Pressures

- Equity of accesstotertiary services

- Accessto neuroimaging, videofluoroscopy

- Lack of paediatric therapistsand psychologists
- Few key workers

- Sparseprovision of behavioura services
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Neurology

1. Definition & Scope

Theaim of the Tertiary Regional Centre based Headache

Paediatric Neurology serviceistoimprovethe Epilepsies and related disorders
Learning disability, including specific

quality of care offered to children with neuro- leaming disabilty and autism
logica disordersthrough accurate diagnosisand Cerebral palsy
cost-efficient and effectivemanagement. Theser- Table A - range of conditions for initial

i Qi indivi assessment and treatment by the PCO
vi cetijf.fersa(pemw n themew individualy .rare socondary fer paediatic cam.
conditionsfrequently presentingtoloca services

and diagnostic equipment not availablein pri-

mary or secondary care. Thereare essentia closelinkswith departmentsof Inherited Metabolic
Disease, Genetics, Specialised Children’ sPathology and Neuroradiol ogy to aid diagnosisand
with Paediatric Neurosurgery and Child and Adolescent Menta hedlth services. A principleisto
keep the care of children ascloseto their homesas possible. Outreach clinicsheld jointly with
local paediatricianshave hitherto supported informa clinica networksto helpfulfil thisaim. The
British Paediatric Neurology Association is currently working with the Health Service
Modernisation Agency to establish aformalised network for the management of epilepsy asa
first stepin establishing managed networksfor other aspectsof paediatric neurology. Detailsare
available at www.bpna.org.uk Thereisacloseliaison with District hospital and community-
based paediatricians.

2. Incidence and prevalence

TableA showsconditionsusually treated by PCO primary and secondary tier teams. Paediatric
Neurologistsalso treat these disordersat their regional centre baseto set standards of care,
mai ntain expertiseand facilitatetraining of Genera Paediatriciansand Neurodisability consult-
ants. TableB illustratestherange of conditionslikely to be seen by the Paediatric Neurology
sarvice per annum. Table C summarisesthe additiona servicesthat these children may require.

3. What children need

I rrespective of the condition or age of the child, parentsand childrentell usthat they want timely
and accurate diagnosi sand assessment by a credible person (including recognition of associ-
ated impairmentsthat are not immediately obvious); clear honest understandableinformation; a
negotiated and agreed intervention plan; guidance on therole of and linksto other agencies
including education, socid servicesand parent organisations; support for child and family through
theschool years; atrangtion planfor adult life.
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= Acute and medium term medical rehabilitation

Seizure disorders not responding to (acute brain injury and spinal cord injury including

first —line medication chronic ventilation and severe epilepsy).
Children with epilepsy = Behavioural/cognitive/neuropsychological
Epilepsies requiring Neurosurgery rehabilitation programmes.
Movement and sleep disorders = Management of spasticity: multidisciplinary
Neuromuscular Disorders programmes including gait analysis, botulinum toxin
Brain tumours o and intrathecal baclofenin in conjunction with neuro-
Non-traumatic coma, including orthopaedics and orthotic management.
meningitis = Dysphagia management and investigations
Stroke . including videofluoroscopy.
Degenerative disease/metabolic = Regional neuromuscular service providing
disorders o diagnosis and support, aided by skilled family care
Multisystem disease involving other officers.
tertiary specialists = Specialist spinal/postural management.
Neuro-intensive care involving 1in 10 »  The diagnosis and advice on management of
ICU beds o . uncommon syndromes and developmental problems
Mental illness presenting with physical require the resources of both paediatric neurology
symptoms and specialised neurodisability services.
Table C - low volume services
Table B - Uncommon provided for large populations; the
conditions treated by overlap with Neurodisability services
paediatric neurologists will be noted. Paediatric neurologists
through clinical networks. provide most tertiary Neurodisability
(Numbers per PCO per services

annum)

Voluntary or ganisations consulted include Epilepsy Action, TheMuscular Dystrophy Associa
tion, CLIMB, SCOPE, AFASIC, MENCAP, NAS, Downs Syndrome Association, and Con-
tact aFamily.

4. Staffing

Each PCO team should be part of anetwork and subscribeto agreed protocols and audit pro-
cesses. Each should have a Paediatrician with Special Responsibility for the management of
children with neurodisabilitiesincluding epilepsy. The PCO team should provideaninitial assess-
ment of all conditionsin Box A. The paediatric neurology service should beinvolved whereone
of thecriteriain Table D ismet. The benefitsof anetwork approach arethat existing skillscan be
utilised and made available morewidely without each PCO having toinvest in expensivere-
sources and scarce expert staff to meet the highly specialised needsof asmall number of children,
avoiding “ distance-decay” .
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Availability of staff Thereisaseriousshortfall in servicedelivery dueto alack of paediatric
neurol ogistsand specialist nurses. Currently onein five PCOslacksan outreach service. Fur-
ther detailsareavailablein the BPNA Manpower document and the Epilepsy Clinical Network
document published onthe BPNA web site. There are plansto significantly increase the current
number of 60 UK paediatric neurologistsover the next 10 years.

Emergency and out of hour srequirements The paediatric neurology serviceoffersa24

Diagnostic uncertainty Parental/doctor request

Failure of first-line medication Surgery selection (e.g. epilepsy or cerebral
palsy)

Neurointensive care Complex (more than one) disability
e.g. Epilepsy with learning and behavioural
difficulties

A child with a condition in Table B or requiring a service in Table C

Table D: Criteria for involving the regional neurology service.

hour aday telephone servicefor al PCOsinitsclinical network. Consultant neurologistsare
availablefor immediaterecall to their regional centreto support in particular Neurointensive
care except where staffing level shave to date made thisimpossible.

Trave Childrenmay needtovisittheir regiona neurology centre—usually based at the nearest
large city-based teaching hospital - to undergo specialised testsor be assessed by aspeciaised
team. Thelinkswith PCO teams should facilitate subsequent local follow up.

Trangtion Childrenwith continuing neurologica problemsneed follow upinadult life. Some
specidistsin adult neurology, rehabilitation or learning disability medicinewill provideadvice
and support but few offer the coordinating role undertaken by paediatric services. Thismay fall
tothe GPif thereisno other service available, and thiscan work well if the GP hasbeen well
briefed by the paediatric team. Transitiona care clinicsare now in placein many regionsfor
young peoplewith seizuredisordersor other neurologica conditions.

Audit, evaluation and indictor sof excellence Seethe section on Neurodisability.

Further Reading

www.bpna.org for details of Manpower planning and proposalsfor Clinical Network develop-
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ment.

A Guidefor Purchasersof Tertiary Servicesfor Children with Neurologica Problems.
BPNA 1998 —availablefromyour local department of paediatric neurology

72



Commissioning Tertiary and Specialised Services for Children and Young People - March 2004

Neurosurgery
1. Definition and scope

Thisspeciaty includesthefull range of congenital and acquired conditionsaffecting thechild's
nervous system, which areamenableto surgicd treatment. Congenital abnormalitiesinclude
neural tube defects such as spinabifidaand encephal ocel es, hydrocephalusand avariety of
other conditionsthat affect the skull and face (craniofacial disorders) and spine. Acquired
conditionsinclude head injuries, brain and spina cord tumours, infections, vascular problems,
epilepsy surgery, spina and functiona neurosurgery whichincreasingly may help thetreatment
of spadticity and cerebral palsy.

2. Incidence and prevalence

Thereare approximately 4,500 neurosurgical cases operated on per annum for children under
theageof 16 yearsin England and Wales. Themajority of operationsare related to shuntsand
drainage proceduresin thetreatment of hydrocephausanditscomplications.  Surgery for head
injuriesvaries between 4 and 10%, and tumours account for about 15% of cases.

3. Expressed needs

Severa published documentsindicatethe needsfor the neurosurgica careof children, notably
produced by the Society of British Neurological Surgeons (see www.sbns.org.uk). They
include“ Safe Neurosurgery” (1993), “ Guidancefor Servicesfor Children and Young People
with Brain and Spinal Tumours’” (SBNSwith UKCCSG 1997), “ Safe Paediatric Neurosur-
gery” (1998) and “ Safe Neurosurgery 2000” (2000). Referenceto the neurosurgical care of
childrenisasoincludedin* Children’sSurgery - A First Class Service’, prepared by the Paedi-
atric (now called Children’ s Surgical) Forum of the Royal College of Surgeons of England
(2000).

The objectivesin these documentswereto ensurethat children’ scarewould be of the highest
quality, delivered by recognised Paediatric Neurosurgeons supported by the appropriate staff
andfacilities. Thiswould enable childrento obtainthesamelevel of careand expertise currently
availablefor the practice of adult neurosurgery.

Paediatric neurosurgical practice requiresaclose working rel ationship with other paediatric

specidists, who include Paediatricians, Neurol ogists, Anaesthetists, Oncol ogists, Endocrinolo-
gists, Ophthamologists, ENT Surgeons, Plastic and Maxillofacia Surgeons.
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4. Evidence for standards of care

A major document is“ Standards for Patients Requiring Neurosurgical Care” prepared by a
Clinica Standards Committee of the Society of British Neurological Surgeonsin collaboration
with the Regional Specialised Services Commissioning Group (July 2002). Thereareaso
NICE guidelinesreated to head injuries, that include specific recommendations concerning chil-
dren. Thedocumentsreferred abovedsorelateto standards. National auditsexist for shunts
inthetreatment of hydrocephal us, management of paediatric tumoursincluding the central ner-
voussystem (UK CCSG) and craniofacia surgery (NSCAG annud supraregiond audit).

Voluntary organisationsincludetheAssociation for Researchinto Hydrocepha usand SpinaBifida,
Headlines(Craniofacia patients support group) and there are other organi sationsrel ated to pae-
diatric neurology suchasMENCAP, and so on.

5. Current service provision

Thereare 17 neurosurgery departmentsin England and Wales undertaking neurosurgery inthe
paediatric agegroup. Thenumber of casesvary from 70 to 800 cases per year. Thereare 36
Consultantsinthe UK withamajor or soleinterest in Paediatric Neurosurgery. Of these, only 4
(i.e. 2%) of thetotal consultant neurosurgica popul ation baseare pure Pagdiatric Neurosurgeons.
In 13 Unitsneurosurgery isundertakenin adult and paediatric combined Sites. Inonly 4, at Alder
Hey, Liverpool, Birmingham, Great Ormond Street and Manchester isthere aseparate paediat-
ric hospital where neurosurgical practiceisundertaken. Inthese centresthere are morethan
400 cases operated per annum, whilst there are morethan 200 cases per year operated onin 13
Units

The essentid requirements of aPaediatric Neurosurgery Serviceisthat it should be capableof a
comprehensive 24 hour service, including Consultant and middle grade surgical cover. Specific
facilitiesinclude paediatric beds, paediatricintensive care, appropriate anaesthesia, paediatric
nursesand onsite CT scanning.

All Neurosurgeonsreceivetrainingin“ core competence” particularly for emergency surgical
procedures, including shunt surgery and head injuries. Specialist paediatric neurosurgica prac-
tice, with relatively small numbersof casesinvolved, generally arereferred to alessnumber of
centreswherethereisspecia expertise and sufficient numbersto maintain competenceand alow
appropriateaudit. Examplesinclude braintumours, epilepsy surgery and surgery for complex
craniofacid anomdies.
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6. Pathways of care

Paediatric Neurosurgery isatertiary servicewith most referrals, notably acute emergencies,
coming from General Paedliatricians, General and Orthopaedic Surgeons.  Thereareprotocols
inmost centresfor thetransfer of head injured children, and thereisavailableliteratureonthis
subject. Essentially thereare emergency and electivereferrals. Thedocument “ The Child's
Journey withaHead Injury” by Mr. lan Pople, Consultant Neurosurgeon at Frenchay Hospitd,
Bristol illustrates suitable pathwaysfor optimising thecareof children, especially with thethrest
fromtheresultsof amajor head injury (seethe SBNSweb site).

7. Gaps and pressures

A major pressure at present rel atesto both Consultantsand Speciadist Registrarsand their hours
of duty. With the European Working Time Ddirective, amajor issuefor the short and medium
termfuturerelatesto timetabl e arrangements both for Specialist Registrars and Consultant
Neurosurgeons. Thisbecomesabig pressurein asmaller neurosurgical department or stand
alone Children’ sHospital. A second key issueisthe provision of Paediatric Intensive Care Unit
bedsand the maintained skillsand confidence of A naesthetitswhen someemergency surgery is
requiredinthelocd fecility.
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PATHOLOGY

1. Definition and scope

Paediatric pathology isconcerned with age dependent disordersof children from one month of
agetofifteenyearsof ageandincludes:

1. Biopsy diagnosisof surgicaly removed tissuefrom children

2. Tumour diagnosis; Treatment of childhood tumoursiscrucially dependent on accurate diagno-
sisand staging aswel| asancillary investigations of removed tumour tissue

3. Autopsy investigation of children dying from any paediatric disease, particularly with congenital
heart disease or cancer and of children dying suddenly and unexpectedly.

Perinatal pathology isconcerned with disordersof feta lifeand the neonata period. Itisprima-
rily an autopsy-based service and providesinformation essential to the assessment of risksto,
and the management of future pregnancies.

2. Incidence and prevalence

A typica PCT withanannual livebirthrate of 3,000 would expect to haveroughly 15 stillbirths
and 10 neonatal deaths At current autopsy rates approximately half of thisnumber would be
expected to have a post-mortem. Numbers of children with major surgical problemsor with
tumoursarelikely to bemuch smaller e.g. inthe UK every year thereare approximately 100
children under 15 years of agewho develop Neuroblastoma- one of the commoner childhood
maignancies.

3. Expressed needs

Thesearewd | laid out in the Joint Working Party Report on the Future of Paediatric pathol ogy.
4. Evidence of Standards of Care:

TheWorking Group Report of 2002 recommended that pathology servicesfor children should
be provided only by paediatric pathol ogists concentrated at specidist centres. Thejoint report of
the Royal Collegeson Fetal and Infant Pathology recommends perinatal pathology should be
carried out only by thosewith adequatetraining and facilities. Paediatric and perinatal pathology
providesan audit of obstetric and neonatal care. Recent concernshavea so been raised regard-

ing the diagnosisof the causation of degthininfancy.

The Roya Collegeof Pathol ogists hasrecently published Guidelineson Autopsy Practiceandis
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shortly dueto publish minimum data setsfor paediatric and perinatal autopsy.
4. Current Service provision

In 2002 there were 26 Pathology departmentsin the UK that provided specialist paediatric
pathology.

5. Pathways of Care

Paediatric and perinatal pathology liesacrossmany pathwaysof care. Pathology isvita tothe
investigation and treatment of childhood disordersincluding childhood cancer. Perinatal pathol-
ogy istheonly vaidated method of definitively establishing causes of perinatal and infant death
and thus an audit of obstetric and neonatal care.

6. Gaps and Pressures

Thereiscurrently ashortage of consultantsin paediatric pathol ogy with many vacancies|eft
unfilled. Entry into the specidty at SpR level isdisappointingly low and shortagesarelikely to
continuefor theforeseeablefuture.

References
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RESPIRATORY MEDICINE

1. Definition and scope

Respiratory disordersin children are common and diverse. Thewiderange of problemsislisted
inthe National Definitions Set®. Paediatric Respiratory M edicine hasimportant linksto many
other speciaties, including intensive care, thoracic surgery, ENT, immunol ogy and dlergy, gestro-
enterol ogy, heonatol ogy, neurol ogy, oncol ogy, orthopaedics, radiology and anaesthetics. Other
essentid disciplinesinclude nursing, physiotherapy, dieteticsand psychol ogy.

2. Incidence and prevalence

Respiratory conditionsarethe commonest cause of paediatric hospital admission, accounting for
14% of UK hospital admissions®and over 50% of long termillnessesin children.? Asthmaisthe
commonest cause of school absence, CFthecommonest |ethal inherited condition. TableA shows
theincidence/ prevalence of respiratory conditionsfor astandard PCO with 50,000 0-14 year
oldsand abirth rate of 3,000. Many common respiratory illnesses can be well managed in

Table A. Prevalence of respiratory conditions in a “standard” PCO

Primary chronic conditions
Asthma

Cystic Fibrosis

Chronic lung disease of newborn
Non-CF Bronchiectasis

Sleep disordered breathing

Long term ventilation

Rare serious lung disease
Congenital lung and airway disease

Complications of other conditions
Neuromuscular

Neurological

Immune deficiency

Oncology

Chest wall and scoliosis

Acute admissions
LRTI

Croup

Empyema

Children affected Notes

10,000 150 admissions per annum
Often managed by non-specialist

20

3 p.a. going home on oxygen

10-15 (est) (of whom 3 will have Primary Ciliary Dyskinesia)
50 children with significant problems

1-2

1-2 (est)

3pa.

12 with severe disease
50 (est) with severe cerebral palsy or degenerative conditions

2 (est)

Uncertain

Uncertain

160 p.a. Often managed by non-specialist
Often managed by non-specialist

2pa.

Notes. est=Estimated. Other figures are based on single centre audits or published prevalence data

78




Commissioning Tertiary and Specialised Services for Children and Young People - March 2004

Table B. Low volume services provided for large populations
Bronchoscopy
Home oxygen and monitoring
Diagnostic pulmonary function testing
Management of respiratory complications in neuromuscular disease
Management of recurrent aspiration problems
Investigation and treatment of recurrent lower respiratory tract infections
Diagnosis and treatment of sleep-disordered breathing
Home ventilation

primary and secondary care. However, those children with severe commonillnesses such as
asthmaor pneumonia, or with oneof the many rarer respiratory conditionsrequiretheinvolve-
ment of agpeciaist multidisciplinary team. “Itisimportant to ensurethat thediversity of respira
tory conditionsisrecognised and the skill base to manage and diagnosethisdiversity ismain-
tained.”*

Factors likely to affect prevalence

Theincidence of allergic disease and asthmahasincreased over thelast 20 yearsand this
risemay continue. Changing expectationsfrom parentsand professona sareincreasing the
demand for moreintensiverespiratory intervention in neurological diseases. Itisnow
recognised that several conditions, such asprimary ciliary dyskinesia, non-CF bronchiecta:
sisand seep disordered breathing are currently underdiagnosed, leading to preventable
morbidity.

3. Expressed needs

Several patient organisations have stressed the need for consistent standards of care. The
National AsthmaCampaign recently published aPatient’ s Charter® and the CF Trust has set
standards of care®. Analliance of professional and patient groups produced “ Bridging the
Gap”, adocument setting standardsfor commissioning servicesfor respiratory conditions®. The
PCD and TOF Associations have endorsed guidelines®. Patientswith conditionssuch asseep
disordered breathing or chronic lung disease of the newborn are disadvantaged asthey do not
have such well organised patient groups.

4. Evidence for standards of care
Standards of carefor asthmaare defined inthe SIGN/BTS guidelines®, and NI CE guidanceon

inhders’; the Cystic Fibrosis Trust has published evidence-based standards of care®; European
standardsexist for PCD® and for respiratory carein neuromuscular disorders; thereareinterna-
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tional standards'®** published for the management of deep disordered breathingin childhood and
UK standards are being devel oped by aRCPCH working party; thereare guidelinesfor long
termventilation'2,

5. Current service provision

Workforceinformation isupdated annually by the British Thoracic Society™. Therearemarked
inequitiesinlevelsof saffing. For example, in 2001 the number of paediatric respiratory consult-
antsvaried from5in Liverpool to 1in Cardiff, and the number of specialist nursesfrom5in
Leicester to 1in Manchester. For some diseases, such as CF, theseinequitiesarebeing increas-
ingly recognised. However, servicesfor other patient groups, such aschildrenwho requirehome
ventilation or the assessment of sleep related breathing disorders shows marked (and indefen-
sible) inequalities of access. It isdifficult to commission and fund theselow volume, high cost
services, which are often established on an ad hoc basis, without planning or funding. Inadequate
sarviceprovision leadsto unnecessarily prolonged hospital stays, the blocking” of intensivecare
beds, and unnecessary stresson families.

Respiratory servicesare very dependent on many other specialties (seeabove). High quality
carerequiresamultidisciplinary team with adequate numbers of respiratory function technicians,
physiotherapists, specidist nurses, dieticians, socia workersand psychologists.

6. Pathways of care

Therearenationally approved care pathwaysfor asthma® and for Cystic Fibrosis®. Pathwaysare
being devel oped by the RCPCH working party on Sleep Physiology. Asthmahas been used as
an exemplar of patient empowerment with theintroduction of written self-management plans,
agreed with the patient or carer.

7. Gaps and Pressures

Inmany areas, paediatric respiratory medicine remainsunderstaffed and under resourced. Ineg-
uity of access remains amajor problem due to workforce inequalities and alack of agreed
funding processesfor more unusual lung diseases (see above). Few, if any, centres, can provide
an out-of-hours service within European Working TimeDirectives. The current national short-
agesof trained paediatric radiologistsisof great concern ashigh quaity imaging isan essential
aspect of assessment and diagnosis. Many regiond centreshaveinadeguatelung functiontesting
facilities. Inthepast the CF Trust has provided considerablefinancia support for CFteams but
dueto changing prioritieswithinthe Trugt, thisfundingislikely to bewithdravnin thenear future.
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Foreseeable crisisdevelopment

Therearetwo areas of particular concern:

deep-disordered breathing and homeventilation services- prevaenceincreasing rapidly;
increased awareness of diagnosisand intervention, by both parentsand professionals. New
technol ogy hasmadeintervention morefeasible. Theincreasing prevaence of obesity isleading
to increased obstructive sleep apnea. No agreed method of funding; current services often
based onlocal enthusiasm and inadequate ad hoc funding.

Respiratory careof children with neurological disorders- changing parental and profes-
siond expectationshasled to anincreaseintheintensty of respiratory support provided. These
children arelivinglonger, occupying moreintensive care beds, and becoming moretechnol ogy-
dependent. Respiratory paediatricians should helplead the provision of carefor these patients,
but there are no plans/funding to take account of this.

Trangtional carearrangements

Thetransitioninto the respiratory servicefor babieswith neonatal conditionssuch aschronic
lung disease of the newborn isincons stent, with some home oxygen services provided by the
neonatol ogists and some by respiratory paediatricians. Readmissionsarecommon anditis
imperativethat aseamless serviceisprovided for these patients. Thetransition between paedi-
atric and adult respiratory servicesisaso very variable. CF servicesgenerdly havetrangtiona
arrangements, but other conditions such asasthma, bronchiectasis, congenital problems, and
deep-disordered breathing frequently require continuing specidised carein adult lifeand thisis
oftenlesswell provided.
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RHEUMATOLOGY

1. Definition and Scope

Children and young peoplewith muscul o-skeletal or multi-system rheumati ¢ diseases are seen
within the Paediatric Rheumatol ogy Service. The common conditionsare sometimesmanaged
locally, whilst therarer conditionsmay only be seen by thetertiary specialist team. Itisimpor-
tant to notethat many of the children will have challenging multi-system disease and that when
they present with acuteillnesstheir management may be very complex, involving other sub-
specidties, includingintensvecare.

2. Incidence and Prevalence
TableA showsthat theinflammeatory rheumatic disordersarerdatively rarein childhood. Chil-

dren should bereferred to an experienced paediatric rheumatology servicefor initial assess-
ment. Inlarger trusts, thismay beprovided locally but in smaller onestheremay beaneed for

Management of common musculo-skeletal and soft tissue syndromes in the growing child (anterior
knee pain, hyoermobility)

Management of acute, sub-acute, medium and long term joint disease, including joint replacement
(e.g. From<1yr to 18+)

Management of childhood vasculitis and connective tissue disease (cytotoxic care and stem cell
transplantation)

Management of severe acute multi-system disease, often requiring intensive care support
Multi-agency management of chronic pain and fatigue syndromes within a care pathway, integrating
primary, secondary and tertiary care

Diagnosis and management of uncommon syndromes and unusual symptom complexes (e.g. skeletal
dysplasias)

Assessment, prevention and management of osteoporosis in children (i.e. secondary to steroid, not
only for rheumatology patients)

Assessment and management of children with joint aches and pains

Range of Conditions (Table A) Approximate number per PCT of 50,000
children
Juvenile Idiopathic Arthritis, sub groups inc. oligo
and polyarthritis 50-75
Juvenile Idiopathic Arthritis, systemic 1-2
Connective Tissue diseases (dermatomyositis, 5-10
scleroderma,SLE)
Systemic Vasculitis and acute multisystem illness | 5-10
Severe inflammatory eye disease 2-5
Chronic Fatigue Syndrome and ME 50- 100
Severe localised and generalized pain syndromes | 25-50
Genetic / Dysplasia and other conditions 20-50
Mechanical / Orthopaedic 400 - 1000
Osteoporosis prevention and treatment 30-80
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tertiary referrd centre. A few patientswill need to attend anationa center. A Clinical Network
can facilitate management of some of these conditions, so that children with lesschallenging
management need not then attend thetertiary centre. Thereisasignificant workload associated
with non-inflammatory disordersin childhood. While some of these can be managed by aPCO
based service once the diagnosi s has been made, others may require very specialised multi-
disciplinary management, including Child and Adolescent Menta Heslth.

3. Expressed Needs

[ rrespective of the condition or age of the child, parentsrequire:

- Timely and accuratediagnosis

- Clear, honest information about the condition and the outl ook

- A negotiated and agreed strategy for management

- Guidance on therole of and linksto other agencies, including education, social servicesand
parent organi sations

- Support for the child and family through the school yearsand into adolescencewith atrangition
planinto adult servicesfor adultlife.

4. Evidence for Standards of Care

Thereisastatutory duty for adesignated liai son doctor to provide educational advicein respect
of assessmentsfor special educational needsand to liaisewith schoolsover the children’ sprob-
lems. Standardsfor careof children with disabilities can befound inthe NSF and on thefollow-
ing website: www.rcpch.ac.uk.

Voluntary organisationsthat may beinvolved withindividual familiesinclude CCAA, Arthritis
Care, Lady Hoare Trust and Contact aFamily.

Facilities required (Table B)

Specialist musculo-skeletal diagnostic facilities — clinical, radiological (i.e.Ultrasound, MRI, CTand
dexa scans) and laboratory

Access to day case ward for intravenous treatments (i.e. Cyclophosphamide, Pamidronate and
biologic therapies)

Access to Theatre for procedures, i.e. joint injections and biopsies (including use of Entonox,
sedation and anaesthesia)

Facility for multi-disciplinary and multi-agency assessment and management of patients

Specialist Physiotherapy and Occupational Therapy resources (i.e. hydrotherapy and splint making )
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5. Pathways of Care

Asmuch treatment aspossiblefor thisgroup of children should be provided at alocal centre. A
completemulti-disciplinary / multi-agency teamisnecessary at thetertiary centers, whichwill
need to support those working locally in secondary and primary care across the managed
clinical networks. Thereshould beagreed protocolsand audit processes across each managed
clinical network, and there should be accessto the specialised servicesaslistedin Table C. In

Specialised Services required (Table C)

Shared care with other specialty services especially Ophthalmology, Orthopaedic Surgery,
Nephrology, Cardiology, Dermatology, Child and Adolescent Mental Health, Maxillofacial, and
Neurology as well as transition care to adult Rheumatology.

Specialist Allied Health Professional team, including Nursing, Physiotherapy, Occupational Therapy,
Podiatry, Orthotics and Dietetics for assessment, patient education, treatment and rehabilitation
programmes.

Specialist liaison with Education and Social Services to address needs of specific chronic illness.
Specialist emotional and spiritual support to meet the needs of the family and child with chronic
illness.

Expertise in assessment of neglect, emotional abuse and child protection for children with chronic
illness and disability.

Staff with expertise in the role of complementary therapies for the specialist conditions treated .

some partsof the country these specialised servicesmay be combined on onesite, but in others
they may be dispersed. The benefits of anetwork approach are that existing skills can be
utilized and made availablemorewiddy without each PCO having toinvest in expensiveresources
and scarce expert staff to meet the highly specialised needs of asmall number of children.

6. Gaps and Pressures

Availability of Staff / Accessto Clinical Networks

The outcome of patientswith inflammatory rheumatic problemshasbeenradically altered by
theuseof intra-articular steroids, immunosuppression and biologic therapies. However, these
developments- which aremainly day case, outpatient and community-based - have not been
funded uniformly to alow all patients accessto robust clinical networks. Thereisamajor
shortfall in staffing required for compliance on all aspects of NICE guidance 35 and other
guiddinesfor immunomodulatory treatment. Current resourcesareinsufficient to maintain drug
costs, medical, nursing and audit standards.

Emergency and Out-of-Hours Requirements
Thereincreasingly needsto be 24-hour accessto expertisein managing theacutely ill child, and
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thoseimmunosuppressed and on biologic therapies. Rheumatic emergenciescan bevery com-
plex and demanding, often requiring intensive carefacilities. Current regional servicesneedto
explorewaysof achieving thiswithin evenwider networks, especially inlessdensaly popul ated
areas. Mogt Tertiary Paediatric Rheumatology Servicesare currently provided by single handed
speciaistswithout funding for asecond consultant. These are geographically appropriate ser-
vices but this shortage compromises routine specialist carefor 52 weeks each year aswell as
emergency Cover.

Trave

Children may need to visit adistant Centrein order to undergo specialised tests or be assessed
by aspecialised team, or to gain accessto awiderange of specidties. Linkswithloca unitsand
outreach clinics should facilitate follow-up, so that the child does not need to travel to adistant
centreevery timethey requirereview. Many of these children have pain and mobility difficulties,
S0 unnecessary travel should beavoided. School absences should be minimized.

Trangtion

Most children with rheumatic disease need follow-up in adult life. Some specialists (including
nurses) with amajor interest in adol escents, will provide advice and support during thisperiod.
The organisation of thetransfer to Adult Serviceswill be managed from Paediatricsand requires
enthusiasm, training and commitment from adult colleagues. Theprimary health careteamwill
need to beinvolved. Whilst someregionshavewell devel oped transition servicesin other aress,
thereisno such service asrecommended by RCP/ RCPCH working party report and requested

by young people.
7. Audit, Evaluation and Indicators of Excellence

- Registersof diseasesand their presentations

- Protocolsand pathwaysfor management of newly diagnosed children with Rheumatic condi-
tions

- Evidence of the ability to monitor the effects of newer therapies

- Evidenceof regular liaison meetingswithinthe service, andif necessary with other agencies

- Involvement of auser group (parent organization, formal or informal)

- Evidence of Network Development linking to providers of specialised services, such asthe
Ophthalmic and Orthopaedic aspects of Rheumatic disorders

- Evidenceof systemsin placeto support familiesand children

- Evidenceof participationinresearch
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Specialised Child and Adolescent Mental Health
Services

1.

Definition & Scope

Thespecidty includes.-

1. mentd hedthaspectsof conditionsprimarily managed by paediatricianssuchas, chronic
or lifethreatening physicd illness(e.g. diabetes, cysticfibrogs, chronicinflammatory bowel
disease, cancer, neurodegenerative disorder, sequel ae of mild or severehead injury)

2. mental heath disordersrequiring active management by paediatricians because of the
consequencesfor physica hedth (anorexianervosa, salf harm)

3. conditionswhereagtiology & management generaly crossboundariesand shared man-
agement iscommon (e.g.. somatisation, chronic fatigue syndrome, encopresis)

4. neurodevelopmental disorderswhich may a so be categorised asneuropsychiatric dis-
orders (autistic spectrum disorder (ASD) including Asperger syndrome, Attention Deficit
Hyperactivity Disorder (ADHD), Tourette syndrome, specific and globa learning disability)
5. neuropsychiatric disorders often coexisting with neurodevel opmental disorder, mood
disorders, conduct and oppositiond disorders (CD/ODD), obsessive compul sivedisorder
(OCD), sdf injuriousand other challenging behaviours, disordersof emotiona control, deep
disorders, selective mutism, post-traumatic stressdisorder (PTSD), schizophreniaand psy-
choticdisorders

Table A: Conditions within the scope of a district or PCO-based team

Prevalence /1000 No cases per PCT (0-14yr pop. 50 000)

Chronic /Life threatening conditions 02 10
Anorexia Nervosa 1-2 50-100
Self Harm 0.2 10
Neurodevelopmental disorders
ASD 69 300450
Tourette/chronic tics 1 50
0oCD 510 250-500
ADHD 10-30 500-1500
Specific LD 100 5000
MLD/SLD ie. 1Q<70 25 1250
Neuropsychiatric disorders
Emotional disorders (including depression, anxiety, OCD, phobia. PTSD)
43 2150
CD/ODD 53 2650
Psychotic disorder 0.3 15 (schizophrenia only. No data
bipolar disorder)

Sources: ONS, Mental Health Of Children & Adolescents In Great Britain 2001, Practical Child
Psychiatry, Lask, Taylor, Nunn, BMJ publishing, 2003,
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Table B Uncommon conditions

Pervasive refusal
Severe psychiatric disturbance in early /pre-adolescence requiring in patient facilities
Psychiatric conditions in hearing impaired  (approx 25-30% of deaf children)

Table C low volume services provided for large populations

Eating disorders

Psychiatry of hearing impairment

CFS/IME

Complex psychopharmacological management of ADHD, ASD, TS etc

Forensic psychiatry in Learning disability, ASD/high functioning autism

Mental health (in particular, challenging behaviours and emotional disorder) in learning
disability, ASD/high functioning autism

Management of infants in Perinatal Psychiatry units

2. Expressed Needs

From parent organi sationse.g. Attention Deficit Disorder Information Service, Nationa Autistic
Society
Families’ viewson servicesfor autism, Dept of Public Health, Fife NHS Board, 2001

3. Evidence for Standards of Care

NI CE -except ADHD, mostly guidancefor management of adults but somereferenceto
children

Attention Deficit Hyperactivity Disorder (ADHD) Methylphenidate, 2000 ( Dueto
bereviewed 2004 asguidancefor al drugsused inADHD)

Conduct disorder in children. Parent-training/education programmes due 2004

Anxiety due 2004
Bipolar disorder due 2006
Depressioninchildren due 72005
Disturbed (violent )behaviour due 2004
Eating Disorders due 2004
OCD due 22005
PTSD due 72005
Self harm due 2004
SIGN
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Attention deficit and hyperkinetic disordersin children and young people 2001
RCPCH

ADHD
ROYAL COLLEGE OF PSYCHIATRISTSCOLLEGE RESEARCH UNIT

Mental Health needs of children looked after, 2000
NATIONAL AUTISM PLAN FOR CHILDREN, National Initiative for Autism:
screening and assessment. NAS, 2003

4.  Current service provision & Pathways of care

Servicesareprovided at different levelsas set out in the National Service Framework. There
areimportant interdependencieswith other specialties, requiring effectiveliaison and linkages.

Care Pathway and service needs for children and young people with autistic spectrum
disorder, Baird et a., 327 (7413):488 Data supplement, 2003 bmj.com

Integrated pathways of carefor pre-school and school age children with autismFife Hos-
pital SNHS Trust (unpublished)

5. Gaps and Pressures

There hasbeen an enormousincreasein diagnosisof Autistic spectrum disorder which suggests
current prevalencerates are very much in excess of most published figures. Some evidence
suggestsadditionally higher ratesrelated to ethnicity and/or migration. ADHD asatreatable
component of complex behavioural disorder isunder diagnosed. Accessto servicesin both
ASD & ADHD oftenrestricted, low numbersof practitioners, long waiting listsup to 18-24
months. Delay in diagnosisisunacceptabl e asthere are recogni sed benefitsof early intervention.
Conduct disorder represents alarge proportion of referralsto CAMHS although evidence
based effective treatment can be delivered by non clinical professionals.

» Mental Hedlth diagnostic facilitiesfor somegroupse.g. young offendersisrestricted.

» Mental health problemsin Asperger syndrome/high functioning autism inadequately
recognised and often poorly managed by generalist services. Related forensic servicesun-
der resourced.

» Lack of servicesfor children and young peoplewith disabilities, e.g. with self injurious
behaviour.

» Lack of suitableinpatient facilitiesand provision for management of acute crises.

* |nadequatelevel sof specidistsin neuropsychiatry and neuropsychology and unfilled psy-
chiatry posts.

» Longstanding unresolved i ssuesrelating to transition to adol escent/adult serviceswith no
consistent agreed age of transfer between services (varies between 14 and 19yrs.) Fre-
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quent lack of expertisein adult servicesin conditionswith developmenta agtiology.

* Great potential for delivering many servicesthrough non medical staff. Relevant issues
around these areaarein the NSF emerging findings (new style mental health workers) and
Green Paper (restructuring theworkforce)
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Paediatric Anaesthesia

1. Definition & Scope'!

Paediatric anaesthesiaencompasses: provision of anaesthesiafor neonates, infantsand children
coveringawiderageof surgical conditionsand sub-specidities; the control of acuteand chronic
pain; provision of advice on safe sedation for children undergoing investigative procedures; and
involvement in paediatric resuscitation services. All unitswherechildren aretrested must beable
to resuscitate and stabilise collgpsed/ critically ill infantsand children. Thisappliesto hospitals
with Accident and Emergency Departments providing unrestricted accessto children. Anaes-
thesiain children should only be undertaken where there are support services, equipment and
facilitiesgppropriateto the anaesthetic needs of children; aso, specialy trained anaestheticand
nursing staff whaose paediatric skillsare employed sufficiently frequently to maintain competency

withchildren.

Table A —ranae of children’s anaesthetic service provision at non-specialist hospitals

Anaesthesia for arange of simple elective or emergency surgical procedures/ investigationsin
otherwise healthy children of all ages, who are not requiring specialist surgery.
Sedation and anaesthesia for investigative procedures e.g. MRI, CT, BSER.

Acute pain service.

Resuscitation of the collapsed / critically ill child, stabilisation and institution of intensive care;
thisincludes children who present following major trauma.

High Dependency Care

TableB
Circumstances requirina mor e specialised anaesthetic expertise

TableC
L ow volume servicesfor lar ae populations

All neonatesrequiring surgery / anaesthesia.
Anaesthesia for infantswith significant co-morbidity.eg: the ex-
preterm neonate; infants with history of severe neonatal IRDS,
chronic lung disease, pulmonary hypertension, and long-term oxygen
therapy/respiratory support
(Neonate= Age 0-4/52 : Infant = Age 4/52-12/12)
Anaesthesia for other children with significant co-morbidity. Eg:
metabolic disease; significant congenital heart disease; major
respiratory disease; complex syndromes particularly those involving
the airway, breathing or circulation (excluding Downs); serious
neuromuscular disorders, unstable epilepsy; major fluid and
electrolyte disturbance.
Anaesthesiafor:
major orthopaedic surgery (especialy if significant blood
lossislikely eg, corrective spina surgery)
neurosurgical procedures
cardiac investigations, interventions or cardiac surgery
complex ENT surgery (especialy if surgery or detailed
assessment of the upper airway (ielarynx/ trachea) is
required)
major plastic and burnssurgery
kidney, liver or bowel transplantation
Any child who requires post-oper ative intensive care

Neonatal Intensive Care
Paediatric Intensive Care
Paediatric Critical Care Retrieval
Service
Chronic Paediatric Pain Service
Paediatric ECMO
Chlldren requiring specialised surgery or
procedures as set out in the Specialised Services
National Definitions Set (2nd edition)-Specialised
Services for Children-Definition no 23 (SectionD,
pp23 29) under the headings:
Specialist paediatric surgery
Paediatric orthopaedic surgery
Paediatric ophthalmology
Paediatric cardiac/thoracic surgery
Paediatric ear nose and throat surgery
Paediatric oral/maxillofacial surgery
Paediatric plastic and burnssurgery
Paediatric urology
Complex child/adolescent gynaecology
Paediatric oncology
Paediatric neurosurgery
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Incidence and prevalence
Children may undergo anaesthesiain District General Hospitals, Tertiary Paediatric Units/
Children’sHospitals, or in Single Speciality Tertiary Units.

TableA outlinesthe service, whichwould normally be delivered by adistrict anaesthetic team.
TableB indicates conditionsand situations requiring more specialised expertise: thisisnormally
only avallableintertiary unitsand inafew larger district hospitals.

TableC specifiesthetertiary servicesand linkagesrequired in centres providing thisexpertise.

What children need

Child and family-centred careisrequired: parents should beinvolved; they should normaly
be ableto be present at induction of anaesthesiaand during recovery. Inall clinical areas,
children should be managed separately from adults, in an environment that ischild friendly
and has appropriate equi pment, facilitiesand Saffing.

2. Planning

District Hospital s providing anaesthetic, surgical or emergency servicesneed to produce clear
guidelinesthat define the extent and nature of children’ ssurgery and anaesthesiathey can pro-
vide. Thisshould takeaccount of anaesthetic departmenta structure, staffing, expertiseand avail-
able competencies; theavailability of dectiveand emergency surgica expertisefor children; on-
site surgica sub-specidlities; paediatric medical support; age and other thresholdsfor transfer to
alarger, more specialised or tertiary unit. Transfer thresholds may belower in smaller district
hospitalswherethe provision of children’ sanaesthetic and surgical servicesmay bemorelimited.
Standards of anaesthetic and peri-operative care should comply with Roya College guidelines
onthe provision of paediatric anaesthesiaservices, irrespective of where careisdelivered.

Thenumbersof children who requireanaesthes a/surgery justify each PCO establishingateamto
ensure that their needs are met. Each team should incorporate arange of paediatric expertise
(anaesthetic, surgical, nursing etc.), be part of aregional network; and establish theavailability,
nature and quality of children’ sanaesthetic servicesboth locally and regionally. They will also
need to establish the location of specialised serviceslisted in Table C. In many parts of the
country these are centralised onto asingle siteto allow concentration of scarce resourcesand
staff. A network approach should ensure that existing well-established servicesare utilised for
thoselocd children requiring more speci alised management in addition to promoting closelinks
between tertiary and non-tertiary centres. Additional funding will be neededif achild requires
paediatric intensve carefollowing complex surgery.

Availability of staff
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Children should be anaesthetised or havetheir care supervised by consultants or other
career grade anaestheti stswith appropriate training and competenciesin paediatric anaes-
thesia. At al times, anaesthetistswill need assistance from staff (nurses, operating depart-
ment practitioners) with paediatric skillsand training. Following anaesthesia, children should
be managed in a post-anaesthesiacare unit/areaby staff who undergo regular paediatric
resuscitation training. Post-operatively, membersof staff, trained and competentinAPLS,
should dwaysbeimmediately available.

Emergency and out-of-hours requirements

Intertiary paediatric units/children’ shospital's, aconsultant paediatric anaesthetist together
with aresident middlegradetraineewill provideon-call cover. In non-tertiary units, out-of-
hours provision will depend on capability/size of each unit, together with availability of a
suitable surgeon, anaesthetist and back-up staff/services. Somelarger non-tertiary units
may have sufficient numbersof anaesthetistswith paediatric skills'competenciesto provide
aseparate consultant rotafor children; in most others, it will bethe consultant on-call for the
rest of the hospital whowill provide paediatric cover. Someof these consultantsmay have
no regular daytime exposure to paediatric cases athough they will, in the past havere-
ceived someingtruction in paediatric anaesthesia. It isparticularly important to ensure that
theseindividualsare kept up-to-date and competent in paediatric resuscitation, in casethey
arerequired to advise or participatein the resuscitation of acollapsed/criticaly ill child.
Specific funding should be made avail able to subsidise these aspects of CME/CPD.

If out-of-hoursemergency surgery isrequired inachild, carecanbeddiveredlocadly if the
operationisrdatively minor, theanaesthetic straightforward and therequisite skills, compe-
tenciesand facilitiesareavailable. If the anaesthetist haslimited paediatric competencies,
the case should bejudged onitsmerits. For example, it should be unnecessary to transfer
healthy older children to undergo simple procedures such aswrist manipul ations, suturing
of lacerationsetc. In addition, asignificant amount of so-called “emergency” surgery in
children canwait until the next day whenitislikely that therewill be paediatrically compe-
tent anaesthetistsavail able; it a so avoidsunnecessary evening and night time operating.

Travel

Children may need to visit adistant centrein order to undergo specialist surgery eectively
or asan emergency. When acutely or criticaly ill children need urgent transfer to atertiary
centrefor paediatricintensive care, they will normally betransferred by aretrieval team
from the PICU; arrangementswill also berequired to ensurethat the parentsare trans-
ported, egwith thechild or in ataxi.
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Audit, evaluation and indicators of excellence

Units providing anaesthetic servicesfor children should undertake audit which relatesto
paediatric anaesthesia. Examples of paediatric anaesthesiaaudit projectsand quality indica-
torsarelisted inthe document “ Raising the Standard” .2

References

1.Guidance on the provision of paediatric anaesthesia services. London; Royal College of
Anaesthetists, 2001.

2.Raising the Standard: acompendium of audit recipesfor continuous quality improvement in
anaesthesia. London: Roya College of Anaesthetists, 2000.(www.rcoa.ac.ak)

3.Your child’ sgenera anaesthetic. In: Raising the Standard: Information for Patients pp 105-
108. London: Royal College of Anaesthetists, 2003 (www.rcoa.ac.uk)
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Children’s Surgical Services

Paediatric surgery isaregionally based speciaty. In the UK and Ireland there are 27 units
ddivering apaediatric surgica service. Many aresited inregiona teaching/ training centres. On
average each servesapopulation of about 2 million but thereisawide range from 500,000 to
Smillion.

1. Definition and scope

The specialty of Paediatric Surgery includes not only general paediatric surgery but also
subspecialty paediatric surgery, namely

Neonata surgery

Paediatric gastrointestinal surgery

Paediatric urology

Peediatric surgica oncology

Peediatric thoracic surgery

Paediatric neurosurgery
Thedevel oping specidty areaof antenata /fetal diagnosisand surgery for congenital structura
anomaliesisdemanding an increasing commitment of the time and expertise of the neonatal
surgeon.

A recent document “ Reconfiguration in Paediatric Surgery” (British Association of Paediatric
Surgeons, Feb 2003) outlines proposalsfor development of the specialty. It formspart of the
Senate of Surgery of Great Britain and Ireland’ sreview of the need to reconfigure surgical
servicesnationdly.

2. Consultant staffing

It must be emphasi sed that paediatric surgery isaconsultant-based specidty. Traineesat SHO
and Specidist Registrar (NTN, VTN or FTN) level are supernumerary and do not contributein
asignificant way to serviceddivery. A regiona unit will normally consist of general paediatric
surgeonseach with subspecidty interestsand commitmentsand speciaist paediatric urologisi(s).

Consultant numbersare currently about 130 but expansion is proposed. Thisisessential to
allow increased consultant cover to compensate for the effects of European Working Time
Directiveand Junior Doctors Training requirements and to provide 24 hour consultant-based
emergency cover.
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3. Standards Documents

A variety of documents consider thefuture, remit and standards of paediatric and neonatal sur-
gay.

- The Provision of General Surgical Servicesfor Children. Senate Paper 3. The Senate of
Surgery of Great Britain and Ireland. July 1998.

- Qurgical Servicesfor the Newborn. British Association of Paediatric Surgeons/ The Royal
College of Surgeonsof England. June 1999.

- Children's Surgery - a First Class Service. Report of the Paediatric Forum of the Royal
Collegeof Surgeonsof England. May 2000.

- Paediatric Surgery Sandardsof Care. British Association of Paediatric Surgeons. Nov 2002.

British Association of Paediatric Surgeons (www.baps.org.uk)

All Great Britain and Ireland paediatric surgeons are members of this professional association.
Working in close association with thefour Surgical Royal Colleges, it playsaleadingrolein
mattersrelating to professiona affairs, teaching and training, setting standards, ethics, audit and
research. Formal subcommitteesare established inthefieldsof: Trauma; Research and Clinica
Outcomes, Educeationand Training; Ethics.

TheAssociation websitelinksto both UK/ Ireland and international /Overseas organisationsand

providesaservicefor dissemination of information and debate and discussion for the 900 world-
wide members.
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Ophthalmology
1. Definition and Scope

Thespecidty includesarange of very common disorders, which can and should be managed on
alocal basis. Thereisscopefor much of strabismus and amblyopiaassessment and manage-
ment to be carried out by community teams of Orthopti stsand Optometristsworking to robust
guiddinesand with fast track accessto hospital serviceswhen problemsarise.

Muchrarer sight threatening conditions, several of which overlapwith neurological disorders,
require an expert team approach centred on asub-specidty service

2. Prevalence

TABLE A

Incidence/Prevalence

Strabismus 2% population
Amblyopia 2% - 4% population
Epiphora 20% population

(with 5% requiring treatment)
Cataract 3-4 per 10,000 births
Glaucoma 1 per 12,000
Retinal dystrophy Rare but responsible for 10% of visually handicapped children
Visual problems of prematurity Up to 50% of <750gm would need treatment (Stage 3)
Non-Accidental Injury Varies with area: up to 50-60 per 1,000,000 pop’n per year
Neuro-Ophthalmic disorders Individually rare but commonest cause of visual handicap
Non-Organic Visual Loss ?
Uveitis ?

What children need

Familiesneed rapid and convenient accessto skilled professionasin order to deal withthe
more common problems. Mode sof care provisonwithinacommunity setting areavailable
inthe DoH document “ M eeting the challenge: A sirategy for theAllied Health Professions,
November 2000”. For the lesscommon problemsthey require an early assessment and
then care within dedicated sub-specialty units, where supporting servicesareavailable.
These servicesinclude neurology and neurosurgery, oncol ogy, neurophysiology, genetics,
anaesthesia, rheumatol ogy, aswell asthe necessary equipment infrastructure.

Voluntary Organisations
RNIB, Retinoblastoma Society, SENSE, RP Society
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3. Current Service Provision

Services for the common disorders are generally local and good, but tend to be centred on
hospita premises. Dispersing them to community facilities should be examined onawider scale.
High quality sub-specidty servicesareavailableindl regions.

4. Pathways of care

Children gain accessto the servicesthrough:

Family doctor service, Paediatricians, Ophthal mol ogists not specidising in Paediatric Ophthal -
mology, from established community servicesand from other disparate groupssuch asthevisiting
teacher service, support organisationsetc.

5. Gaps and Pressures

Thereisanational shortage of Orthoptistswhich isexaggerated in the South East of
England because of the cost of livinginthat area.

Thevalueof visua screening continuesto bedebated. If community screening wereto be
abandoned then referral from other sourceslesswell informed than Orthoptistswould prob-
ably lead to anincreased Out Patient load. It might alsolead to later referra with theimplica-
tion of dower and less complete responseto treatment.

In someregionschildren requiring frequent hospital attendance e.g. thosewith cataract,
areinvolvedintimeconsuming and expensivetravel.

Accessto imaging and neurophysiological testing can bedifficult, leadingto delaysin
establishing adiagnosi sand instituting appropriate treatment and support.
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Oral and Maxillofacial Surgery

Ord and maxillofacia surgery (OMFS), ora surgery, ora andfacid surgery and facio-maxillary
surgery arethetermsused to expressthetype of surgery that isundertaken by a Department of
Ord and Maxillofacia Surgery.

Ord and maxillofacial surgery isasurgica discipline, which dealswiththediagnosis, evauation
and treatment of conditionsarising ontheface, inthejawsand mouth and their environment,
including themaxilla, mandible, nose, neck and sdlivary glandsin all ages, paediatric and adult.
Treatment includesthe operative, non-operative, intensive care management and rehabilitation
for thiscomplex area.

OMFSisuniqueinthat it requirestraining in both dentistry and medicine. Theaim of the
Specidty isto provideacomprehengvediagnostic and surgica service, ofteninamultidisciplinary
manner, to our medical and dental colleagues

Specialised maxillofacial surgery:

1) Orthodontic dentodveolar surgery

Common problem for every PCO

2) Peediatrictrauma (facia lacerations-very common, facial bonetrauma- fairly com-
mon, dental trauma- very common) Treatment isprovided in Regional / Sub-regional
units.

3) Cleft lip and palate provided by cleft surgeons in Regional Cleft Centres in a
multidisciplinary team (CSAG Recommendations) 80 - 100 cases/ year / centre

4) Peediatric Craniofacia Surgery - under discussion at present

Paediatric craniosynostosis correction is provided in collaboration with Paediatric
Neurosurgeonsusualy in Regiona Neurosurgical Units. 15- 30 cases/ year / centre
Syndromic Paediatric Craniofacia Surgery isprovidedinthe NSCAG Designated Supra-
Regiona Units These conditionsareuncommon.

5) Peediatric maxillofacia oncology isprovidedinamultidisciplinary Head and Neck team,
oftenworking in collaboration with apaediatric surgeon. These conditionsare uncommon.
6) Temporomandibular ankylosis: Thisisaspeciaised maxillofacial areaandisusualy a
sub-speciaty interestinamaxillofacial Unit 2- 5 cases/ year / 3,000,000

7) Drooling (sdivary): Thisisaspecialised and under-resourced areaand isusualy asub-
specidty interestinaMaxillofacial Unit. Close collaborationwith rehabilitation and neuro-
disability unitsisrequired.Common problem treated by medicine, positional devicesand
surgery if conservativetreatment fails.
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2. Evidence for Standards of Care

Therecommendation from the Roya Collegeof Surgeonsisfor aConsultant to populationratio
of 1:150,000. Itisessentia that Consultants should not work in single-handed unitsand there-
fore Units should cover asaminimum apopulation of 300,000. Referral isdirectly tothe
Regiona / Sub-Regiona Unit. Thefaceisof paramount importanceto the child and family and
irrespective of the condition or age of the child, parents need atimely and accurate diagnosi's,
easily understandabl e and clear information, an agreed treatment plan and accessto support
groupsfor the particular condition - facial deformity.

1) Clinica Effectiveness Committee BAOM Swww.baoms.org.uk

2) Clinicd EffectivenessCommittee Faculty of Denta Surgery
www.rcseng.ac.uk/dental/fds/clinical effectiveness

3) CSAG Report Cleft Lip and Palate

3. Current service provision

Maxillofacid surgery isby definition aspecialised service provided in University, Specidi<, Dis-
trict Generd and Dental Hospitalsand often provided in multidisciplinary teams.

4. Gaps and pressures
Thereisagenuine shortage of Consultantsavailableto provide paediatric maxillofacia surgery.

The specialty provides support to adefined anatomica areaand often the child will be supported
form birth into adulthood.
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Orthopaedics

Paediatric orthopaedicsis, by definition, provision of orthopaedic servicesfor children under
theageof 16 inthe United Kingdom. Paediatric orthopaedicsfalsinto two main categories:
elective, and the management of trauma.! Approximately 1in 4 children each year will attend
anA& E Department with aninjury and asignificant proportion of thesewill require orthopaedic
referral and management.

Paediatric orthopaedic servicesare split into two main areas at present, surgeonswhowork in
specidist (tertiary) centresand thosewho work inthe district general hospital setting. There
should be an orthopaedic surgeon in each district genera hospital who takesresponsibility for
the management of children’ sorthopaedic problems. However al the orthopaedic surgeons
workingindigtrict generd hospitalsareresponsiblefor, and areinvolvedin, the management of
paediatric trauma

1. Conditions which should be managed at a district
general hospital:

1. Management of paediatric traumain children under theage of 16, including fractures

2. Management of common paediatric conditions(i.e. survelllanceof Developmenta Dys-

plasaof thehip (DDH))

3. Early management of clubfeet

4. Assessment of normal variants

5. Management of boneand joint infections

6. Surveillanceand management of childrenwith neuromuscular disabilities

(e.g. cerebrd palsy)

District General Hospital Setting

There should be an orthopaedic surgeon responsible for the care of children withinthe
digtrict genera hospital setting. Hisresponsibilitiesaretolook after paediatric orthopaedic
conditionsmentioned above. Hiscolleagueswill form arotato manage the morecommon
children’ sfractures. It isof notethat 50% of children’ sfracturesareto theforearmand can
be safely managed inthedistrict generd hospital. Other more complex fractures, including
those associ ated with neurovascular problems or associated with multipleinjuries, should
bereferred to atertiary centre.

Surgeonsin speciaist centres should not be expected to manage all paediatric orthopaedic
fractures. Thisfacility must beavailablein district general hospitals. Children and their
parents should not be expected to travel asignificant distancefor the management of these
relaively smpleinjuries. However their management must take placein asafe environment
forthechild.
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Surgeonsin district general hospitalsrequirein-patient paediatric support, aseparate ward
for children, an appropriately trained anaesthetist to administer a safe anaesthetic for the
fracturesto betreated, appropriately trained nurseson theward and an appropriately trained
physiotherapist to aid rehabilitation. Thedistrict general hospital should haveall diagnostic
facilitiesavailableintheform of haematological services, clinical chemistry and radiology.
Theradiology department should have ultrasound, an MRI scanner, aCT scanner and bone

scanning facilities.

A network should be available so that consultantsin district generd hospitalscan liaisewith
thelocal tertiary centre and mechanismsfor emergency transfer of the more complex frac-
turesshould beinplace. Any childwho hasmultipleinjuriesshould bereferred toaspecidist

centre.

Conditions which should be managed in specialist centres
1. Operativeinterventionfor DDH.

2. Complex surgery in children with cerebral palsy - management requiresliaisonwitha

paediatricianwith aninterestin neurodisability.
3. Limblengthening.

4. Scoliosis.

5. Bonetumours.

6. Bonedysplasias.

Specialist Centres

In the document The Specialist Services National Definitions2 thereisasection on ortho-
paedics. Thesearethe conditionsthat should bereferred to specialist centres. Many of
these conditionsrarely occur and, for thisreason, they should betreated in tertiary centresto
ensure gppropriate expertiseisgained. Thetertiary centreshavefull paediatric support and
anaesthetigtstrained to anaesthetise childrenfrombirth to 16 years. Thehospital should have
facilitiesfor treating children of these ages and special specificfacilitiesshould beavailable

for the adol escent child.

Inatertiary centreit isexpected that there should be appropriateintensive care serviceson
site. All gppropriateimaging must be available on sitein theform of MRI scanner, CT scan-
ner, ultrasound and i sotope bone scan. Back up intheform of physi otherapy, occupational

therapy and orthotics must be availableon site.

2. Pathways of Care

Managed Clinical Networks

Tertiary centresshould develop linkswith other district general hospital sto ensure an appro-
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priatereferra pattern. Those children who can be safely managed in thedistrict genera
hospital should be managed in that facility and only those requiring specialist services
should betransferred expeditioudly.

Tertiary centresmust havefacilitiesfor parentsto stay on site. Parentsmay want to stay
withtheir child waiting for an operation and intheir rehabilitation phase. If they travel a
sgnificant distancethe only way thiscan be managed isby having accommodation within
or adjacent to the hospital.

A tertiary centre should be staffed by anumber of consultant orthopaedic surgeonsto
ensure appropriate expertiseisavailableat al times. 1f anumber of surgeonsare ap-
pointed, areas of specific expertise can be devel oped within the unit.

3. Gaps and Pressures

At present thereisashortage of specidistsin paediatric orthopaedics, the specidty isrelaively
unpopular and thereare significant difficultiesinfilling the postsin district genera hospitals.
Thisgtuationislikely to continuefor theforeseeablefuture. One solution may beto appoint an
increased number of specidistsinthetertiary centresand arrangea” hub and spoke” relation-
shipwith thedistrict genera hospitals. With thisarrangement it may bepossibleto carry out
out-patientsand some operationsin the district general hospitals. However anincreaseinthe
number of surgeonsat thetertiary centreswould have asignificant effect on therequirements
for bedsand other fecilities.

In conclus on paediatric orthopaedics at the present timeisat acrossroads. Therearesignifi-
cant problemswith staffing in district general hospitalswith peopleappropriately trainedinthe
management of paediatric orthopaedics. Thetertiary centresareincreasingly being referred
patientsfrom district general hospitalswhich could betreated localy if the appropriate exper-
tise within the orthopaedi c and anaesthetic departments were present. Their workloadis
increasing exponentialy and waiting timefor out-patientsand surgery issteadily increasing.

References
1. Children’sSurgery: A First Class Service. Royal College of Surgeonsof London, 2000.

Pages 72-76.
2. Specialised Services: Nationa Definition Set. Department of Health. 2001.
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Otolaryngology

Routine ENT surgery in children with substantial developmental, immunological or other systemic
disease

Neonates, infants and young children unsuitable for routine surgery in a secondary care setting
Ear surgery for complex congenital abnormalities

Bone anchored hearing aids and prosthetic ears

Cochlear implants

Management of laryngo-tracheal stenosis and other airway problems

Repair of choanal atresia

Management of severe congenital and developmental malformations of the head and neck

ENT aspects of head and neck tumour surgery

Table A — Range of conditions requiring specialist management

Definition & Scope Thesub-speciaty includesthefull rangeof ENT conditionsin children but
a tertiary level it encompassesthoselisted abovein TableA. Theway inwhichtertiary paediat-

Obstructive sleep apnoea in otherwise - Paediatric anaesthesia

normal children under the age of 2 years - Neonatal and paediatric intensive care
Upper airway obstruction in children with - Paediatric respiratory medicine
craniofacial anomalies - Paediatric general surgery

Some cases of congenital conductive - Paediatric cardiology and cardiothoracic
hearing loss surgery

Microtia and meatal atresia - Paediatric imaging and interventional radiology
Profound sensorineural hearing loss . Paediatric audiology

Choanal atresia - Paediatric oncology

Nasal cysts and tumours - Paediatric pathology

Laryngotracheal stenosis . Paediatric speech & language, voice and
Laryngo/tracheo/bronchomalacia swallowing therapy

Congenital vocal cord palsy - Teachers of the Deaf

Bronchial foreign bodies

Subglottic haemangioma

Recurrent respiratory papillomatosis Table C - Support services
Laryngotracheoesophageal cleft

Lymphangioma of the head & neck

Head & neck tumours

Table B - Uncommon conditions
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ric otolaryngol ogy servicesare organised and provided variesconsderably in different partsof
the UK, and some elementsmay beavailableinloca hospitals.

Incidenceand prevalence TableB illustratestherare conditionswhich may call for more
specialised expertise and Table C summarisesthe support servicesthat these children may
require.

Expressed needs |rrespective of the condition or age of the child, parentstell usthat they
want timely and accurate diagnosisand assessment; clear honest information; anegotiated and
agreed intervention plan; ashort waiting timefor surgica treatment; guidance ontheroleof and
linksto other agenciesincluding speech and language therapy, education, social servicesand
parent organisations, support for child and family through the school years; and atransition plan
for adult lifein those caseswhere treatment has not been compl eted by adol escence.

Voluntary organisations to be consultedincludethe Nationa Deaf Children’ sSociety (NDCS
- www.ndcs.org.uk), Aid for Children with Tracheostomies (ACT -
www.A CTfortrachykids.com) and various other self-help and patient support groupsformed
by parentsfor children with specific syndromesand disorders (www. pati ent.co.uk/selfhelp.asp).

Pathways of care Each PCO team should be part of a network and subscribe to agreed
protocolsand audit processes. Each should have accessthrough ENT surgeonsin secondary
centresto specialised tertiary paediatric otolaryngology services backed up by the support
serviceslistedin Box C. Inmost parts of the country these specialised serviceswill be com-
bined on one site, but in somethey may bedispersed. The benefitsof anetwork approach are
that existing skillscan be utilised and made available morewidely without each PCO having to
invest in expensiveresources and scarce expert staff to meet the highly specialised needsof a
small number of children.

Gapsand pressures Shortagesof trained Paediatric Otolaryngol ogists, Registered Children’'s
Nurses (especidly in Theatreand | CU), Speech and Language Therapistsetc. ..

Emer gency and out of hour srequirements Full 24/7 cover essential.
Travel Children may needtotravel somedistanceto reach thenearest tertiary centre. Links
withlocal secondary teamsshould facilitatefollow-up so that children do not needtotravel toa

distant centreevery time

Trandgtion ChildrenwithsomeENT problemsneedfollow upinadult life. Examplesinclude
children with otol ogical sequel aeof cleft pal ate, bone-anchored hearing aids, cochlear implants,
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and tracheostomiesfor continuing airway obstruction. They will need referral to an appropriate
adult centre.

Audit, evaluation and indicator s of excellence Maintenance of research and audit data-
bases, evidence of network development linking to providers of secondary ENT care, liaison
with other agenciesand with parent support groups.

Further information isavailablefrom the British Association of Otolaryngologists- Head &
Neck Surgeons (www.entuk.org)
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Plastic Surgery

Thereare currently about 225 consultant plastic surgeonsworkinginthe NHS. Almost all arein-
volvedinthe management of children. Generd plastic surgical practice undertaken by themgjority of
plastic surgeonsincludes the management of traumaand thetreatment of common congenital and
vascular anomalies.

Withinthe speciaty itisusua for surgeonsto subspecialisein thetrestment of particular conditions
acrossthe paediatric and adult age-range. Very few plastic surgeons specidise specificaly in paedi-
atric plastic surgery. However, children feature prominently in someareas of sub-specidisation. For
example, surgeonswith amajor interestin cleft lip and palate or genital surgery operate onalarger
number of children.

1. Definition and scope

The casemix treated by Plastic Surgeonsisvaried and the volume of interface work with other
specidtiesisunknown. Theconditionstreated include

Specialist
Cleft Lipand Palate (Aspart of amultidisciplinary team)
Congenita Head and Neck deformities (E.g. Haemangioma, dermoids, Hemifacia Mi-
Crosomia)
Craniofacid (In Tertiary Centres- NSCAG service)
Burnsand post Burn Recongtruction (Centres, Unitsand Facilities)?
Paediatric Microsurgery for complex reconstructions (aspart of ateam)
Hypospadias (overlapswith Paediatric Urology)
Epispadias, Intersex
Head and Neck Oncology (as part of ateam)

Generalist
Some of thefollowing conditions may be simple- others may be more complex and require
specidist care.

Congenital Ear (accessory auricles, prominent ears, microtia)

Facid Trauma

Oculo-Plastic (Overlapswith Ophthalmology- e.g. Ptosis)

Congenital Hand Surgery (Extradigitsto complex hand anomalies)

Hand Trauma(overlapswith hand surgeons)

Congenitd SkinLesions
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Vascular Anomalies
9% of all NHS Children’s Surgery iscarried out by Plastic surgeons and 60% of thisisemer-
gency work. Themajority of the elective surgery isperformed on aday casebasis. Themore
complex, requiring in patient stay, isoften dealt with by subspecialists (such ascongenital hand
surgery) or part of ateam (such asHead and Neck Oncology and Cleft Lip and Palate).

2. Incidence and prevalence

Therangeof conditionstreated hasawiderange of prevalence. Some Craniofacial conditions
areasrareas 1:20,000 births, Cleftsof thelip and palate are seenin 1:700 live births, Hypospa-
dias1:500. Haemangiomas are the commonest childhood tumour and mostly aretreated ex-
pectantly. Accessory auriclesand digitsare common conditionstreated very ssimply on aday
casebass. Emergency surgery includescommonly finger tip injuries, tendon and nerveinjuries,
facial traumaand burns.

3. Expressed needs

Peediatric Plastic Surgery haslinkswith many other surgical and non-surgical disciplines. For
example, cleft lip and pal ate surgeons have close linkswith orthodontists, speech and language
therapists, ord and maxillofacia surgeons, and others. Thoseinvolved ingenital reconstruction
have closelinkswith paediatric nephrologistsand urol ogists. Surgeonsinvolved in congenital
hand surgery work closdly with orthopaedic surgeonsand hand therapists. Thoseinvolvedinthe
careof paediatric burnswork closely with specialistsin many paediatric specialties, including
intensive care. Problems exist where these services are not on the same site. It ishoped that
service devel opmentsfollowing the NBCSwill addresstheseissues.

4. Current service provision.

Within Plastic Surgery Units (PSUs) the paediatric casal oad may be dealt with by al consultants,
subspecidists(such ashand, burns, cleft) or internd referral may take placefor someor dl of the
paediatric cases. Compliancewith regulations about children’ senvironmentsand anaesthesia
hastended to segregate thiswork. The SACin Plastic surgery specifically identifiespaediatric
plastic surgery asaneed for any training rotation. Plastic surgery for many smpleconditionsis
kept at DGH level where gppropriateresourcesallow thereby attempting to avoid thelog jam of
inward referral to the Hub in anetwork for minor cases. However the movesin Paediatric
Anaesthesadrivethis. Mogt of thesurgery isvery smple(equivaent perhgpsto grommet inser-
tionin ENT or dental extraction or exposurein Maxillo Facid). PSUsmay belocated in DGHS,
Teaching Hospitalsor moreisolated unitshistoricaly at the Hub geographicaly of the population
they serve but not necessarily centred where all support servicesarelocated.
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A good exampleof how well tertiary servicesare being managed in oneregion hasbeenthe
responseto the reconfiguration of Cleft Lip and Palate servicesinthe Eastern part of the
country. Followingthe Clinicd StandardsAdvisory Group recommendationsthet the number
of centresshould beradically reduced from 57 to approximately 10-15 centres- therehas
been asmooth transition of carewith the evolution of anetwork. Fiveteamshavebeen
amalgamated into onewith al the surgery taking placeon asingle sitewith all paediatric
support servicesincluding PICU. Outreach clinicsareheldin every previouslocality sofor
childrenandtheir carersthe only difference hasbeentheneedto travel for surgery. Thisis
amultidisciplinary servicewith surgeonsfrom Maxillofacid and Plastic surgery backgrounds
working as team members with Orthodontists, Speech and Language therapists,
paediatricians and paedi atric anaesthetists, audiol ogistsand psychologists.

5. Pathways of care

Ingenerd, referralswill bereceived viaprimary or secondary care, and for trauma/burns
through emergency departments.

6. Gaps and pressures

Inorder to comply with the proposalsin Children’ s Surgery theinfrastructure devel opment
necessary to support phased movement towards compliance would need to bethe basis of
aforma servicereview. Thiswould require considerablerevision of theway somedepart-
mentswork and the concentration of children’ ssurgery onto fewer consultantswould have
to bereflected intheir job plans. Emergency cover would be particularly difficult to staff
24/7 with European working timedirectives complicating thingsfurther.

Transition

Facilitiesfor the care of adolescents need to be provided. Seamless continuing care
from childhood to adult lifeisessentia for many conditionssuch ascleft lip and palate.
Specid arrangementsare necessary wheretreatment hasbeeninachildren’ shospitd.

References
1. Children’sSurgery - AFirst Class Service. Royal College of Surgeons of England,

2000.
2. National Burn Care Survey, 2001.
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UROLOGY

Table A - range of conditions suitable for management at district or PCO level

Incidence No of active cases per PCT

5% -7% males
2% males

Foreskin problems
Undescended testis

Urinary Infection
Urinary Incontinence

3%-5% females and males
5% - 10 % females and males depending on age group

1. Definition & Scope

Peediatric Urology encompasses:

- The routine urological sur-
gery of childhood which can
be provided by suitably trained
adult urologistsin District Gen-
eral Hospitals.

- Specialist Paediatric Urology
provided by full time paediatric
urologists or by paediatric sur-
geonsspecialising in paediatric
urology , based predominantly in
regiond centres. Formal supra
regional specialisation iscur-
rently limited tothe management
of bladder exstrophy with two
NSCAG designated centresin
England ( Great Ormond Street
London , Royal Manchester
Children’ sHospitd ) .

Table B - Uncommon conditions

Pelvi ureteric junction obstruction ,Vesico
ureteric junction obstruction (surgical and
non surgical management)

Vesico ureteric reflux (surgery)
Duplex kidney — ureterocele
Cystic renal malformations
Benign or infective kidney disease
Ambiguous genitalia, intersex
Urinary calculi .

Neuropathic bladder

Urinary diversion and ‘undiversion’
Posterior urethral valves
Hypospadias

Epispadias

Investigation and management of impalpable

testis
Genito urinary malignancies in childhood
Major urinary tract trauma

Bladder exstrophy (including cloacal
variants)- NSCAG service
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2. Prevalence

TableA illugtrates the conditionscomprising routine, non speciaised children’ surology which
arerelatively common and can bemanaged by DGH adult urologistsand paediatricians. Table
B illustratesthe conditions requiring more speciaised expertise.

Voluntary organisations include support groupsfor parentsof children with bladder
exstrophy , inter sex conditionsand hypospadias.

3. Current service provision

Staffing

At PCO level staffing requirementscentre principally on ensuring that surgeons (adult urolo-
gists) and anaesthetists providing the DGH service have been suitably trained , participatein
continuing professional development and have sufficient workload to maintain their expertise.
Likewisenursestaffing should meet national guidelinesfor children’ snurses.

Specidist Paediatric Urologicd units requiremultidisciplinary staffinginanumber of disciplines.
Paediatric Urology Nurse Specidistsplay aninvauablerole- particularly intheassessment and
management of childrenwith severe urinary incontinence.

Clinical networksare already established in many partsof the country. At present theseare
largely confined to the outpatient component of the service but may in future be extended to
includeday casesurgery in DGHSs.

Availability of staff

At present themajority of DGH adult urologiststreat children and thereisconsiderable scope
for rationdisation to concentrate the workl oad in the hands of asmaller number of surgeonswith
asub speciaty interest in children’ surology. The shortage of traineesin specialist paediatric
urology isbeing addressed by the establishment of adedicated training programme. Major
centreswill ultimately acquirethe consultant establishment needed to maintainadedicated 1in
4 rotafor paediatric urology. Insmaller centresemergency cover will depend upon crosscover
by general paediatric surgeons. Middle grade out of hours cover for paediatric urology is
usually provided by paediatric surgica trainees (at SpR and SHO leve).

4. Pathways of Care

Emergency and out of hours requirements
Theemergency workload in general children’ surology islow, consisting mainly of acute
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scrotal pathology - notably testicular torsion, and urogenital trauma. Management of the
‘acute scrotum’ isbest undertaken by thelocal on call urologist (not least because of the
urgency of surgical intervention.) . The principlesof traumamanagement aresimilar inadults
and children . Minor traumacan be managed locally. Mgjor trauma israreisbest managed
by resuscitation and stabilisation (in collaborationwithlocal paediatricians) followed by
transfer to a regional centre. The emergency component of specidist paediatric urology is
low by comparison with general paediatric surgery and consists mainly of managing acute

obstruction andinfection.

Travel

Wherever possiblethe routinedectiveurologica surgery of childhood should be performed
in DGHsby adult urol ogistswith asubspeciaty commitment to children’ surology. Children
with more complex conditionsarereferred to specidist regional units for specidised inves-
tigation and surgery but routine imaging and follow up can generally be provided on a
shared basiswith local DGH paediatriciansand urologists. Outreach clinicsundertaken by
visiting Paediatric Urol ogists can a so reducetherequirement for familiesto travel long dis-

tancesto specialist centres.

Transition

Theneedsof adolescentshave been under -recognisedinvirtualy all thesurgical disciplines.
National guidelines haverecently been proposedto redressthisdeficiency. Continuity of
follow upinto adulthood isrequired mainly for young peoplewith rend insufficiency and for
thosewho have undergone complex bladder surgery. Adolescent gynaecology isan essentia

component of anintegrated servicefor individualswithintersex disorders.

5. Audit, evaluation and indictors of excellence

Therehasbeen cong stent failureto fund theinfrastructure and investment in information technol -
ogy needed to provide systematic and credible dataon surgical outcomes. Examples of good
practiceareamost invariably theresult of initiatives established by individualsor specialty
associations. The British Association of Paediatric Urol ogists has conducted national compara-
tive outcome audits of pyeloplasty, posterior urethral valvesand (currently) stonedisease. The
only NHSfunded systematic audit relatesto bladder exstrophy surgery inthetwo NSCAG-

recognised units (Great Ormond Street and Manchester).
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Appendices

Appendix 1. Paediatric Dentistry
Definition and scope

Paediatric Dentistry isthe specialist, broad-based disciplinefor the oral and dental care of
children.

It encompassesavariety of disciplines, techniques, proceduresand skillsthat logically sharea
common basiswith other dental specialties. The specialty isage based rather than technique
centred. All of the dental techniquesare modified, transformed or adapted to the specid needs
of children and adolescents. Thedisciplineemphasi sestheintegration of appropriate didactic
andclinica skillsinto aframework for the comprehensive ora and dental careof children.

Table A: Children and conditions treated

All Children from birth to early adulthood Oral and dental disease, its prevention and

(generally taken as 16 years), what ever treatment.

their physical, emotional, social, mental or

medical condition. .
Including:

Dental decay (caries),

Gum conditions,

Oral infection,

Soft tissue swellings of the mouth,
Malocclusion, Clefting and Facial Dysplasia
(in conjunction with Orthodontics)
Developmental conditions of the teeth,
including congenitally absent teeth,
unerupted and buried teeth, congenitally
disfigured teeth.

Buried and unerupted teeth. Tooth wear
Dental injuries.

Techniques used:

Behaviour management including both
pharmacological and non-pharmacological
techniques.

Soft tissue surgery

Minor oral surgery

Dental restorative techniques

Aesthetic restorations for disfiguring conditions.
Dentures for children.

Children and conditions treated

All Childrenfrom birth to early adulthood (generally taken as 16 years), what ever their physi-
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ca, emotional, socid, mental or medica condition. Oral and dental disease, itsprevention and
treatment.Including:Dental decay (caries),Gum conditions,Ora infection,Soft tissue swellings of
the mouth,Malocclusion, Clefting and Facial Dysplasia (in conjunction with
Orthodontics)Devel opmentd conditionsof theteeth, including congenitally absent teeth, unerupted
and buried teeth, congenitally disfigured teeth.Buried and unerupted teeth. Tooth wearDental
injuries.

Techniques used: Behaviour management including both pharmacol ogica and non-pharmacol ogi-
cal techniques. Soft tissue surgeryMinor oral surgeryDental restorativetechniquesAesthetic res-
torationsfor disfiguring conditions.Denturesfor children.

Incidence and Prevalence

Dental decay iswidespread, however the diseaseisclearly linked to, and sometimesused as, a
measure of social deprivation. National dataareten yearsold; theresults of the 2003 study are
expectedin 2004. Regiona datafor 2001 indicate that geographical variationsin dental decay
exist withaprevaence, for example, in 12-year-oldsin the unfluoridated North West region 3
timesthat of young peoplein thefluoridated West Midlands.

Debilitating medical conditions, neoplasiaand itstreatment, immunodeficiency, transplant and
immunosuppression al may haveassociated ora findings. Themedicd careof such patientsmay
be complicated by ord or dental disease and the need for unexpected dental treatment. Theora
or dental care of these young people may be complicated by their underlying medical state.
Dentd carefor children with complex medica and surgica conditionsmay aso requiretrestment
inaspecialist unit (egissuesrelating to anaesthesia).

2% of children may have one or more missing teeth; between 1in 900 and 1 in 14,000 (depend-
ing on the specific condition and particular population) will haveadisfiguring dental condition.

What children need

Children should beenrolled for primary carewith agenera dental practitioner (GDP) even be-
foreteeth are present (6 months on average) for advice on safe weaning practicesand fluoride
therapy. Currently only 62 % of young peopleareenrolled withaGDP.

Families need speedy accessto secondary and tertiary carefor thelesscommon ora conditions
for infantsor anxiouschildren or childrenwith other special needs. A fully supported, consultant
led, anaesthetic serviceisneeded for the management of acuteinfection, pain and trauma, aswell
asfor surgery or advanced restorative carefor the young or phobic child.
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Voluntary Organisations

The British Society of Paediatric Dentistry, The Consultantsin Paediatric Dentistry Group, The
Ectodermd DysplasiaSociety, CLAPA.

Current Service provision

The Genera Dental Services(GDS) provide primary care by individua, parent initiated regis-
tration. For those unable or unwilling to accessthe GDSthe community denta services (PCOs)
provide complementary primary and some secondary care (e.g. sedation services).
TheHospita Dentd Service, generaly but not exclusively limited to the Denta Teaching Hospi-
tals, providestertiary care, working both alone and in conjunction with other dental or oral
speciatiesand with paediatric colleagues.

Pathways of care

Children gain accessto servicesthrough Family Doctor, General Dental Practitioner, Commu-
nity Dental Service, Orthodontists, Paediatricians.

Gaps and pressures

Thevast mgority of Specidistsin Paediatric Dentistry wereregistered through agrandparenting
procedure when the Specialty was recognised by the General Dental Council 5 years ago.
Many of these colleagueswill retirewithinthenext tenyears. Present Registrar numberswill in
noway fill thisvoid.

Consultantsin Paediatric Dentistry (who are also Specidists) are predominantly based inthe
Denta Teaching Hospitals. Thisleadsto large geographica areasof the country being without
atertiary service. Thereisared rolefor them to be both Community- and Children’ sHospita -
based aswell.

A fully supported, consultant led, anaesthetic serviceisnot equitably present acrossthe United
Kingdom and some children may wait many weeksin acute pain for such an appointment.
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Appendix 2: Contacts
RCPCH SPECIALTY GROUP

Cardiothoracic Surgery

Complex Child/Adolescent Gynaecol ogy,
Congenitd Anomalies& Intersex

Neurosurgery

PeediatricAnaesthesia

PeediatricENT Surgery

Paediatric Oral & Maxillofacial Surgery
Immunologica Disorder/ Infectious
Disease/ Allergy

UK Children’sCancer Services Group
Cardiology

Peaediatric Surgery

Paediatric Orthopaedic Surgery

CONTACT

LedieHamiltonMB BCh 1977 Bdf
E-mail:LESLIE.HAMILTON@tfh.nuth.northy.nhs.uk

Sarah Creighton MB BS 1993 Lond
E-mall: sarah.Creighton@uclh.org

A D Hockley MB BS 1966 Lond; MRCSEng LRCP
Lond 1966
Email:anthony.hockley@bhamchildrenswmids.nhs.uk

Neil Bennett MB ChB 1970 St And
E-mall: Neil.Bennett@sheffch-tr.trent.nhs.uk

John Graham DM MA BM Bch FRCS
E-mail: john.graham10@virgin.net

Leo Stassen MB BCh 1980 Dubl

Dr Andrew Cant MB BS 1978 Lond

E-mail: aj.cant@ncl.ac.uk

Prof. Andrew Pearson MB BS1977 Ncle
E-mail: ad.j.pearson@ncl.ac.uk

Dr Rob Martin MB CHB FRCP FRCPCH
E-mail; Rob.martin@ubht.swest.nhs.uk

Peter Raine MB BChir 1967 Camb
E-mail: president@baps.org.uk

Miched Bell
Michael.Bell @sheffch-tr.trent.nhs.uk
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Dermatology Dr SueLewis-Jones
E-mail: Sue.lewisjones@tuht.scot.nhs.uk

Endocrinology Dr Jeremy Kirk MB BS1980 Lond; MRCSEngLRCP
Lond 1980
E-mail: Jeremy.kirk@bch.nhs.uk

Gastroenterology, Heptalogy &
Nutrition Dr RMark BeattieMB BS 1986 Lond
E-mail: mark.besttie@suht.svest.nhs.uk

Haemotology Forum Dr Sdly Kinsey MB ChB 1982 L pool
E-mall: saly.Kinssy @l eedsth.nhs.uk

Peediatric Optha mology Harry Willshaw MB ChB 1971 L eeds

Intensive Care Dr Parviz Habibi MB ChB 1980 Birm
E-mail: p.habibi @ic.ac.uk

Peediatric Urology D FM ThomasMB BchMA FRCPFRCS FRCPCH
E-mail: D.EM.Thomas@leeds.ac.uk

Metabolic Disease Dr Graham Shortland BM 1983 Soton DCH FRCP
FRCPCH
E-mail: graham.shortland@uhw-trwaes.nhs.uk

Nephrology Dr Richard Newton MD FRCPCH FRCP
E-mail: 101630.310@compuserve.com

Pethology Dr Michael Ashworth MB BCh1980N U Irel
Michad .ashworth@rl ch-tr.nwest.nhs.uk

Perinatd Prof David FieldMB BSDM DCH FRCP (Edin)
FRCPCH
E-mail: dfidd@uhl.trent.nhs.uk

Peediatric Neurodisability Dr Diane Smyth MB BS 1966 Lond; MRCSEng
LRCPLond 1967
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Psychiatry & Psychology

Respiratory

Rheumeatology

Peediatric Plastic surgery

E-mail: Diane Smyth@S-Marys.nhs.uk

Dr Daphne Keen LRCPLond 1978
E-mail: daphne keen@stgeorges.nhs.uk

Dr Jonathan Couriel MA MB Bch FRCP FRCPCH
E-mail: jcourid @rlch-tr.nwest.nhs.uk

Dr Helen Venning BM BS 1977 Nottm
E-mail:Catherinefaughey@mail.gmcuh-tr.trent.nhs.uk

Per NicholasHall BChir 1983; MB 1984 Camb
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Appendix 3: Working group members

Chair:

John Jenkins
Members:

Keith Dodd
GeorgeY oungson
TriciaCresswell
Andy Cant

Huw Jenkins

Bob Postlethwaite

RoseBarnes

CommitteeAdministration:

Krishnan Nayar
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