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Purpose

Localised scleroderma (LS) and juvenile systemic sclerosis
(jSSc) are very rare paediatric diseases managed by paedia-
tric rheumatologists and dermatologists[1]. Optimal treat-
ment is controversial in the absence of clinical trials, but
most paediatric rheumatologists advocate systemic immu-
nosuppression to avoid progressive deformity, functional
disability and disfigurement[2]. We aimed to describe
pathways through which children and young people
receive a diagnosis of LS or jSSc, and to document these
pathways from the time the first symptom was noticed by
the patient or their family, through to the time when a
diagnosis of LS or jSSc was first considered. We also
aimed to document the health care professionals involved
in these pathways to diagnosis.

Methods

We performed a retrospective case note audit of existing
patients under paediatric rheumatology care who have
presented between Jan 2005 — Jan 2010. Data was col-
lected using a piloted proforma. Each participating centre
identified children and young people who presented to
their services during Jan 2005 — Jan 2010. All data col-
lected was pseudo-anonymised and collected in accor-
dance with Caldicott guidelines. As this was an audit of
access to care no ethical approval was required. No
patient or family contact was necessary at any time dur-
ing this project.
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Results

Eight centres provided data on 89 cases: 62 female, 26
male; 73 LS, 16 jSSc. Symptoms were first noticed at a
mean age of 6.8 years (Imonth—15 years) for LS and 8.5
years (9 months — 15 years) for jSSc. Mean total time from
first symptom to seeing a paediatric rheumatologist was
24.2 (1-103) months (LS) and 13.7 (0-50) months (jSSc).
Mean time from first symptom to seeing first health care
professional (HCP) was 8.0 (0-72) months (LS) and 8.8 (0-
50) months (jSSc). Mean time from seeing first HCP to
seeing a paediatric rheumatologist was 15.5 (0-103)
months (LS) and 2.9 (0-10) months (jSSc). First health
care professional (HCP) seen was usually (74%) a General
Practitioner (GP). Referring HCP to paediatric rheumatol-
ogy was usually a dermatologist (56%) for LS, and varied
for jSSc. Mean time from first symptom to diagnosis was
21.3 (1-191) months (LS) and 15.9 (1-50) months (jSSc).
The median number of HCPs seen prior to referral to a
paediatric rheumatologist was 2 (1-5).

Conclusion

There is a prolonged interval from first symptom to
assessment by a paediatric rheumatologist and diagnosis.
GPs are usually the initial HCP to assess; dermatologists
usually the HCP referring to paediatric rheumatology
services. The prolonged interval to diagnosis may
adversely affect outcome and there is need to raise
awareness of this rare diagnosis and facilitate earlier
recognition.
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