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CHILDHOOD SCLERODERMA
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Case Definition

At present there are no data on the occurrence of childhood scleroderma which might inform
the level and distribution of expert provision required to manage affected children. A 13-
month study of the incidence of childhood scleroderma will examine the UK experience.
Childhood scleroderma encompasses a rare and poorly understood spectrum of conditions.
This spectrum includes systemic sclerosis, which can be life-threatening due to internal organ
involvement, and linear scleroderma (a form of localised scleroderma), which can be
associated with major disability, growth defects, and disfigurement. The primary aim of this
study is to ascertain the incidence of childhood systemic sclerosis and childhood linear
scleroderma in the UK. In addition, a number of other questions will be addressed in relation
to the occurrence of these disorders. By answering these questions, the study will provide
data that should be of value in defining the need for supra-regional referral services and in
designing future clinical trials.

Dr Ariane Herrick, Senior Lecturer in Rheumatology , Arc Epidemiology Unit, University

of Manchester. Tel: 0161 275 5993. E-mail: ariane.l.herrick@manchester.ac.uk and

Dr Eileen Baildam, Consultant Paediatric Rheumatologist, Booth Hall Children's Hospital,
Manchester. Tel: 0161 220 5597. E-mail: eileen.baildam@cmmc.nhs.uk.

Professor Alan Silman, Arc Epidemiology Unit and Dr Monica Bhushan, Consultant
Dermatologist, North Manchester General Hospital.

United Kingdom and Republic of Ireland
July 2005-July 2006 (13 months in the first instance)
All cases of abnormal skin thickening newly diagnosed in the past month (the skin will

usually be difficult to pinch normally) suspected by the reporting paediatrician to be linear
scleroderma or systemic sclerosis (age up to 16 years).

Research 1) What is the incidence of scleroderma in childhood?
Questions 2) What are the usual presenting symptoms?
3) What is the delay between symptom onset and diagnosis?
4) What is the pattern of care received by the affected children before and after diagnosis?
5) Which ages are most affected?
6) What is the male: female ratio of affected children, and does this vary with age?
7) Are there any major regional or ethnic variations?
Methods For ascertainment of cases paediatricians will be asked on a monthly basis to report all cases

meeting the case definition through the orange card system. Paediatricians who have reported a
case that meets the case definition will be sent a questionnaire seeking demographic and clinical
features. Paediatricians will be asked in a 12-month follow-up questionnaire if the diagnosis has
been confirmed by a dermatologist or paediatric rheumatologist. Members of the UK
Scleroderma Study Group, The British Society for Paediatric and Adolescent Rheumatology and
the British Association of Dermatologists will also receive monthly email notification forms.
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Reporting
Instructions

Please report any new or possible cases meeting the surveillance definition that you

leaflet including clinical photographs will be included with every questionnaire.

If you need any advice regarding the eligibility of a particular case for inclusion into the study,
please contact: Dr Eileen Baildam (Tel: 0161 220 5597; E-mail: eileen.baildam@cmmc.nhs.uk)
or Dr Ariane Herrick (Tel: 0161 275 5993; E-mail: ariane.l.herrick@manchester.ac.uk).

Funding The study is being funded by the Raynaud's and Scleroderma Association. It is being run by the
Arthritis Research Campaign (arc) Epidemiology Unit, University of Manchester

Ethics The South Manchester Research Ethics Committee has approved this study.
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have seen in the last month on the BPSU orange card, even if you believe the case may have
been reported from elsewhere and whatever the reason of referral to you. A detailed instruction
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