
Scleroderma
The word scleroderma comes from two Greek words,
‘sclero’ meaning hard and ‘derma’ meaning skin.
Scleroderma is an uncommon disease of the blood vessels,
the immune system and the connective tissue. As a result of
changes in these three areas, the body produces too much
collagen. Collagen, which is the major protein of the
connective tissue, binds the body together and is found in
the skin, blood vessels, joints and internal organs, such as
the kidneys, heart, lungs and bowel. There are several types
of collagen and different forms are found in different parts of
the body. They are produced by cells called fibroblasts.
When fibroblasts produce too much collagen it results in
fibrosis, i.e. thickening.

The skin, usually of the hands and feet may become
thickened, tough, tight and leathery. In addition to affecting
the fingers, the fibrosis may spread to other areas and
organs of the body. The arms, face, trunk and legs may be
involved and movement of the limbs may become limited.
Damage to the blood vessels is usually seen in the form of
severe Raynaud's, painful pits or scars on the finger tips,
telangiectasia and ulcers. These are external signs of
scleroderma but internal vascular damage may also occur.

Types of Scleroderma

Diffuse Cutaneous Systemic
Sclerosis (dcSSc)
Shortly after the onset of Raynaud's, the patient presents with
skin changes (puffy or hidebound), has truncal skin
involvement and 'creaking' tendons at joints e.g. wrists and
elbows. Early lung disease, kidney, gastro-intestinal and
heart involvement may become evident in some patients. 

There are changes in the nailfold capillary and certain
antibodies may be present in the blood. A specific marker of
scleroderma, usually the progressive diffuse form, is Scl-70
which is present in 30% of patients. Anyone with diffuse SSc
needs to be checked frequently (at least every 6-12 months),
in the first 5 years.

Limited Cutaneous Systemic
Sclerosis (lcSSc)
Patients with limited SSc will have had Raynaud's for years,
occasionally decades, and there will be skin involvement to
the hands, face, feet and forearms. These patients used to
be classified as having CREST. Patients with limited disease
also need checking every 6-12 months, depending on the
stability of the disease as lung involvement, particularly
pulmonary hypertension, may occur later in the disease.

Other problems
Scleroderma patients may have problems with dryness of
the mouth and eyes, due to a decrease in secretion from the
salivary and tear glands. They may experience difficulty in
swallowing, bloating or abdominal pain, tiredness, lack of
energy, general weakness, weight loss and aching muscles,
joints and bones. Involvement of the lungs, heart, kidneys
and bowels may occur. 

(See our leaflet on Limited Cutaneous Systemic Sclerosis)

Localised scleroderma
There are two types of localised scleroderma - morphea,
linear or a mixture of the two. These types of scleroderma are
more common in childhood-onset disease but can affect any
age group.

Morphea affects the skin, beginning with an inflammatory
stage, followed by the development of one or many, slowly
enlarging patches or plaques. These plaques are usually
oval in shape but vary in size and colour and may enlarge or
shrink, sometimes disappearing spontaneously.

Linear scleroderma usually develops in childhood and can
affect the growth of a limb. It is a form of localised
scleroderma, which starts as a band-like thickening of skin,
usually limited to one area such as an arm, leg or forehead
(en coup de sabre). Unlike morphea, linear scleroderma
tends to involve layers of tissue below the skin. It can
sometimes affect the muscles and bones and finally the
mobility of the underlying joints.

(See our leaflet on Scleroderma in Children)
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112 Crewe Road, Alsager, Cheshire ST7 2JA, making cheques
payable to: ‘Raynaud’s & Scleroderma Association’.

Please tick your method of payment:

Cheque  P.O.  Banker’s Order (details on request)  
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EMAIL.................................................................................................................................................................
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ARE YOU A TAXPAYER?
If ‘Yes’ please complete the Gift Aid Declaration below.
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reclaimed on my donations.
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Questions
IIss  tthheerree  aa  ccoonnnneeccttiioonn  bbeettwweeeenn  RRaayynnaauudd’’ss  aanndd
sscclleerrooddeerrmmaa??

The majority of people with Raynaud’s have Primary
Raynaud’s i.e. with no underlying condition. However, 
a small percentage of people develop secondary
Raynaud’s and in these cases, Raynaud’s may be the
first symptom of scleroderma and can occur many years
before other symptoms. Over 95% of patients with
scleroderma have Raynaud’s.

WWhhoo  ggeettss  sscclleerrooddeerrmmaa??
Affecting about 20 per one million of the population per
year, scleroderma is three times more common in women
than men. It is known to affect all age groups, is more rare
in children and is distributed widely both geographically
and racially.

HHooww  sseerriioouuss  iiss  sscclleerrooddeerrmmaa??
Any chronic disease can be serious. The symptoms
however, can vary greatly from one individual to another
and the effects of scleroderma can range from mild to
very severe. The seriousness will depend on what part or
parts of the body are affected. Early diagnosis and
treatment by a qualified physician is essential.

HHooww  iiss  sscclleerrooddeerrmmaa  ddiiaaggnnoosseedd??
The diagnosis of the scleroderma syndrome is based on
the finding of the clinical features of the illnesses. Nearly
all patients with scleroderma have blood tests which
suggest autoimmunity, antinuclear antibodies (ANAs) and
some of these are highly specific for scleroderma and
may help predict whether the scleroderma will be diffuse
or limited. A definite diagnosis is made based upon blood
tests and features such as Raynaud's phenomenon, skin
thickening and evidence of internal organ involvement.

Other tests are used to evaluate the presence or extent
of any internal disease. These may include upper and
lower gastrointestinal tests to evaluate the bowels,
chest X-rays, and lung function tests to examine the
lungs, ECG and echocardiograms to evaluate the heart
and lung arteries.
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Classification of Scleroderma
Spectrum Disorders 

in Adults and Children

• Raynaud's phenomenon
Primary or Secondary Raynaud's

• Scleroderma - localised 
Morphea, linear, en coup de sabre

• Scleroderma - systemic
Limited cutaneous systemic sclerosis
Diffuse cutaneous systemic sclerosis
Scleroderma sine scleroderma

• Chemically induced
Environmental / occupational and drugs

• Scleroderma - like diseases
Metabolic, immunological / inflammatory, 
localised systemic sclerosis and visceral 
diseases.
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