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Scleroderma (also known as systemic sclerosis) literally means 
“hard skin”. It is a disease of the vascular and immune systems 
and is a severe connective tissue disorder that affects the skin, 
muscles, joints, and other connective tissue in the body. It often 
affects the small blood vessels that carry blood to many parts 
of the body.

What causes scleroderma is currently unknown, but researchers 
believe that the condition may be partially caused by the body’s 
immune system, which normally takes care of combating 
foreign bacteria, viruses, and diseased cells in the body. Some 
unknown factor triggers overproduction of collagen (a type of 
protein) causing thickening, hardening and scarring of the skin 
and organs throughout the body. 

What is scleroderma?

The protein called “collagen” is the main ingredient that forms 
the connective tissues of our bodies – everything from muscles, 
ligaments, cartilage to skin. It holds our cells and tissues to 
each other and gives them the right shape. In scleroderma, the 
body’s faulty immune system stimulates the fi broblast cells to 
produce excess collagen. How the body manages and ‘stores’ 
the excess collagen gives rise to the two major classifi cations of 
scleroderma, with different patterns of involvement and different 
types of symptoms.

Limited scleroderma
In the limited form of the disease, the excess collagen produced 
is deposited in isolated areas of skin and underlying tissues of 
the body – most commonly on the fi ngers, hands, lower arms, 
lower legs, and the face. People with limited scleroderma often 
develop what doctors call the CREST set of symptoms.

Calcinosis: Calcium deposits form under the skin around the 
elbows, knees or fi ngers, causing the affected regions of the 
skin to appear as hard, whitish areas. These deposits can feel 
tender, and sometimes have a tendency to break through the 
skin, forming painful ulcers. Scleroderma is not a common condition. It is estimated that 

between 20 to 200 in every 1 million people are affected 

What are the risk factors for scleroderma?

What are the symptoms of scleroderma?

What is the treatment for scleroderma?

While scleroderma is an autoimmune disease, it is not directly 
linked to genetic factors associated with abnormal immune 
system responses. It is not inherited, which means that it is not 
passed down from one generation to the other. However, there 
has been some indication of a genetic predisposition with an 
environmental trigger that may lead to the disease. Environmental 
and occupational factors exposing patients to toxins may play a 
more decisive role in the condition. It is not contagious, so you 
cannot “catch it” or “give it” to someone else.

The most common test for scleroderma is a blood test or 
immunological study that detects the antibodies produced by 
the body that are specifi c to scleroderma. Occasionally a skin 
biopsy, in which a sample of the skin is taken for examination 
under a microscope is required. 

Other tests may include X-rays, CT scan, echocardiogram (heart 
scan), lung function test, endoscopy (to look at the esophagus 
and stomach) and urine tests, depending on whether other 
internal organs are affected.

The fi rst sign of scleroderma is usually the development of 
areas of thickened or hard skin around the joints of the fi ngers 
and toes. This hard skin tends to lead to skin tightening that 
may decrease the mobility of the joints, and may be prone to 
infl ammation, and sometimes pain and intense itching.

Patients may experience additional symptoms, such as joint 
pain and swelling (similar to arthritis), shortness of breath or 
persistent coughing (if the lungs are affected), fatigue with very 
high blood pressure (if the kidneys are affected), chest pains or 
irregular heart beat (if the heart is affected), bowel constipation, 
diarrhoea or weight loss (if the digestive system is affected) 
and dry mouth and eyes (if salivary glands and tear ducts are 
affected). Dental health may be compromised due to diffi culty in 
opening the mouth caused by a tight facial skin, and dry mouth 
may lead to tooth decay.

There is currently no cure for the underlying cause of scleroderma, 
which is the overproduction of collagen. Treatment is based on 
alleviating the different symptoms of the condition and limiting 
the damage to the internal organs through medication.

Regular moderate exercise is important to improve joint 
fl exibility and cardiovascular health. This may include stretching, 
strengthening and aerobic exercise. For most people, the 
easiest form of exercise is walking. Consult your doctor or 
physiotherapist about the type of exercise you can do. 

Pain relief for stiff and swollen joints is usually possible with non-
steroidal anti-infl ammatory drugs (NSAIDs eg. diclofenac acid 
or voltaren). 

Areas of dry and irritated skin can be helped by regular 
moisturization with ointments such as lubriderm or eucerin. 
Antihistamines may help with intense itching of the skin.

For Raynaud’s phenomenon, it is important to keep warm and 
to stop smoking. Medication to improve blood fl ow (calcium 
channel blockers eg nifedipine) may be prescribed, while 
antibiotics (either cream or taken orally) can protect skin ulcers 
from getting infected. Proper wound care to promote ulcer 
healing, which tends to be slow in scleroderma, is important.

For esophageal involvement, H2 blockers (eg famotidine), proton 
pump inhibitors (eg omeprazole) or prokinetics (eg domperidone) 
may be prescribed. Simple measures such as avoiding acidic 
foods, eating smaller and more frequent meals, elevating the 

head of the bed and avoiding lying down for at least 3 hours 
after a meal can help to decrease symptoms of acid refl ux.

When a patient is diagnosed with diffuse scleroderma, 
medication may be prescribed to decrease the activity of 
the immune system (immunosuppressant eg methotrexate, 
cyclophosphamide). When internal organs are affected by the 
condition, other specifi c treatments may be needed, such as 
ACE inhibitors for the kidney, cyclophosphamide for the lungs, 
and epoprostenol, sildenafi l and bosentan for pulmonary arterial 
hypertension.

Raynaud’s phenomenon: Excess collagen deposits cause 
narrowing of small blood vessels and decreased blood fl ow to 
the extremities, such as the fi ngers and toes, which often turn 
white/blue in response to cold temperatures or emotional stress. 
In extreme cases, this may lead to fi nger ulcers. Around 90 % 
of patients with limited and diffuse scleroderma will experience 
this.

Esophageal dysfunction: When scleroderma involves the 
muscles of the digestive system, some patients may develop 
an abnormally wide esophagus, experiencing heartburn, acid 
refl ux, or swallowing diffi culties.

Sclerodactyly: Excess collagen is deposited as areas of thick 
and shiny skin on the fi ngers and sometimes the toes. The layer 
of hard skin often makes it diffi cult to bend or straighten the 
fi ngers.

Telangiectasia: Small clusters of dilated blood vessels that 
appear as red spots may develop on the hands and face. 
These spots are not usually painful, but can cause cosmetic 
problems.

Limited scleroderma commonly manifests itself slowly over 
a period of 10 to 20 years. Raynaud’s phenomenon often 
precedes the skin involvement by many years, followed by other 
areas of involvement. One of the late manifestations may include 
heart/ lung involvement called pulmonary arterial hypertension 
(increased blood pressure in the artery that carries blood from 
the heart to the lungs).

Diffuse scleroderma
While limited scleroderma primarily affects the skin, the internal 
organs suffer the most damage in diffuse scleroderma. Generally, 
the diffuse form of scleroderma has a much faster onset and 
progression. Skin thickening spreads faster, covering a much 
larger area of the body to include the arms, legs, chest and 
torso. More importantly, diffuse scleroderma has the tendency 
to damage the tissue and muscles of key internal organs such 
as the intestines, lungs, kidneys and heart. 

Who gets affected?

worldwide. Generally, scleroderma affects both men and 
women, most commonly between the age of 30 to 50. 
Women are 4 times more likely to develop the condition than 
men.

How is scleroderma diagnosed?

Depending on the symptoms, scleroderma can be diagnosed 
by many different specialists, including rheumatologists, 
dermatologists or internists.

Normal Hand Hand affected by
scleroderma

With scleroderma the skin on the hands becomes 
stiff and tight, and in later stages the pads on the 
fi ngers may become thinned.

For more information: 
Raynauds & Scleroderma Association (UK) 

www.raynauds.org.uk

What happens in scleroderma?
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