A study in conjunction with The British Paediatric Surveillance Unit of the Royal College of Paediatrics and Child Health

CHILDHOOD SCLERODERMA (LINEAR SCLERODERMA & SYSTEMIC SCLEROSIS)

Study Number:
To be completed by investigator

Hospital:

Form completed by:

Patient’sinitials:

Date of Birth: / /

day month year

Gender: Male Female

Post code
(first 3 letters)

Date of referral to reporting clinician

Date first seen:

What is the patient’ s ethnic group? (Choose one section from (a) to (€) to indicate the patient’ s background)

(a) White (b) Mixed (c) Asian or Asian British
British White and Black Caribbean Indian

Irish White and Black African Pakistani

Any other white background Any other mixed background Bangladeshi

(d) Black or Black British (e) Chinese or Other ethnic group

Caribbean Chinese

African Other
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Study Number:

Please complete Sections A, C and D for children with suspected or known systemic scler osis.
If you are a dermatologist or rheumatol ogist, please complete the PRES form * Juvenile Systemic Sclerosis' also.

Please complete Sections B, C and D for children with suspected or known linear scleroder ma.
If you are a dermatologist or rheumatologist, please complete the PRES form ‘ Juvenile Localised Scleroderma’ also.

SECTION A —If you think the child has SYSTEMIC SCLEROSIS

Systemic sclerosisisvery rarein children and is similar to the disease in adults. Internal organ involvement occurs and
can belife threatening. Systemic sclerosis usually begins distaly in the fingers and may extend proximally. The ARA
(American Rheumatism Association) criteriafor diagnosis are:

(a) skin thickening proximal to the metacarpophalangeal joints

(b) at least two of: sclerodactyly (scleroderma of the fingers), digital pitting (reflecting ischaemic atrophy of the finger
pulp), bibasilar pulmonary fibrosis.

There are two major subtypes of systemic sclerosis, defined on the basis of the extent of skin involvement:

(a) limited cutaneous. Skin involvement is confined to distal to elbows, knees and neck

(b) diffuse cutaneous. Skin involvement extendsto proximal limb and/or trunk.

1. Where does the child have skin thickening? (please tick all which apply).

FingersONLY  [] Trunk ]
Handsorfeet  [] Faceandneck [_]
Armsor legs |:| Don’t know I:l

(distal to elbow/knee)

Armsor legs |:|
(Proximal to elbow/knee)

Don’'t know

[

2. Doesthe child have proximal scleroderma?
(scleroderma proximal to MCP joints)

3. Does the child have sclerodactyly?
(scleroderma of the fingers)

4. Does the child have digital pitting (finger pulp atrophy)?

5. Does the child have pulmonary fibrosis?

O OO0 Oc¢
O OO0 0O O s
O 0O 0 O

6. Doesthe child have another connective tissue disease
(e.g. SLE, rheumatoid arthritis)?

If yes please state features | |
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SECTION B —If you think the child has LINEAR SCLERODERMA.

In linear scleroderma, the scleroderma occursin linear bands on trunk or limbs. It can be very debilitating. Linear
scleroderma can crossjoint lines and lead to contractures and limb length inequalities. Scalp and face can be affected
(‘coup de sabre' variant”).

7. Area affected (please tick box):

Right L eft
Face/neck ] ]
Upper limb ] ]
Lower limb ] ]
Trunk Front |:| |:|
Trunk Back |:| I:I

SECTION C—MANAGEMENT —LINEAR SCLERODERMA and SYSTEMIC SCLEROSIS

8. Current/previous drug treatment (to include all steroid, immunosuppressant, antifibrotic therapy)

Name of drug Currently used Previously used
Yes No Yes No
Oral steroids I:I I:I I:I I:I
Parental steroids I:l I:l I:l I:l
Methotrexate |:| |:| I:l I:l
Cyclophosphamide ORAL |:| |:| I:l I:l
Cyclophosphamide1.V. I:l I:l D D
D-Penicillamine O Od 1 O
Prostanoids |:| |:| D D
Calcium channel blockers |:| |:| I:l I:l
CE inhibitors O O 1 O
Vitamin D I:l I:l I:l I:l
PUVA I:l I:l I:l I:l
Topical Steroids |:| |:| I:l I:l
Cyclosporin A I:l I:l I:l I:l

Other (please specify, including topical treatment)

9. Other previoustreatments

Physiotherapy Yes No Don’'t Know

Occupational therapy Yes No Don’t know
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SECTION D —CONFIRMATION OF DIAGNOSIS

10. Hasthe diagnosis been confirmed by another specialist? If so please tick as appropriate

Dermatologist
Rheumatol ogist
Other specialist

We are grateful to you for completing this questionnaire. A further follow-up questionnaire will be sent to you in 12
months' time. Thank you for your help with this study.

Ariane Herrick & Eileen Baildam

Please send the completed form in the enclosed SAE to:

Dr Ariane Herrick Tel: 0161 275 5993
ARC Epidemiology Unit Fax:0161 275 5043
Stopford Building E-mail: ariane.herrick@manchester.ac.uk

Oxford Road, Manchester, M13 9PT

Date: January 2005
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