Understanding & Managing
Scleroderma

This booklet is intended to help people with scleroderma, their families, and others
interested in scleroderma to better understand what scleroderma is, what effects it may
have, and what those with scleroderma can do to help themselves and their doctors
manage the disease. It answers some of the questions most frequently asked about
scleroderma.
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Disclaimer

The Scleroderma Society does not provide medical advice nor does it endorse any drug or treatment
mentioned herein. The material contained in this booklet is presented for general information only. It
is not intended to provide medical advice, to answer questions specific to the condition or problems of
particular individuals, nor in any way to substitute for the professional advice and care of qualified
doctors.

This edition revised in October 2008

Printing of this booklet was supported by grants from
Actelion Pharmaceuticals UK and Encysive Pharmaceuticals
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What is scleroderma?

Scleroderma, or systemic sclerosis, is a chronic connective tissue disease generally
classified as one of the autoimmune rheumatic diseases.

The word “scleroderma” comes from two Greek words: “sclero” meaning hard, and
“derma” meaning skin. Hardening of the skin is one of the most visible manifestations of
the disease. The disease may take several forms and internal organs are also frequently
affected with the systemic form. The manifestations and effects of the disease may vary
considerably between one patient and another. For example, scleroderma may be visible,
as is the case when the skin is affected, or may be invisible, as when internal organs are
affected.

What scleroderma is not

Scleroderma is not contagious, it is not infectious, it is not cancerous or malignant, and it is
usually not hereditary.

How serious is scleroderma?

Any chronic disease can be serious. The symptoms of scleroderma vary greatly from
individual to individual, and the effects of scleroderma can range from very mild to life-
threatening. The seriousness will depend on what parts of the body are affected and the
extent to which they are affected. A mild case can become more serious if not properly
treated. Prompt and proper diagnosis and treatment by qualified doctors may minimize
the symptoms of scleroderma and lessen the chance for irreversible damage.

Who develops scleroderma and when?

Approximately 1 in 10,000 people in the UK suffer from
scleroderma, with women affected four times as often as men. This
means there are approximately 6,000 — 7,000 persons with
scleroderma in the UK. The complex nature of this illness can often
lead to misdiagnosis so the true number of people with the disease
may be much higher. The onset of scleroderma is most frequent
between the ages of 25 to 55 but it may affect any age group, from
infants to the elderly. Factors other than gender, such as race and
ethnic background, may influence the risk of getting scleroderma, as

well as the age of onset, and the pattern or severity of internal organ involvement. The
reasons for this are not clear. Although scleroderma is not directly inherited, some
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