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Mastocytosis is the term for a group of disorders caused by too many "mast cells". It is most common in children, but the more
important forms are seen in both children and adults. Mast cell are found throughout the body, but are especially plentiful in the
skin and digestive tract. Mast cells are part of the immune defense system. They are also found around wounds, and seem to play
a role in healing of injuries.
Mast cells work by releasing chemicals that attract white blood cells to areas of the body where they are needed. Researchers also
think mast cells may have a role in the growth of blood vessels. No one with too few or no mast cells has ever been found, which
indicates to some scientists that having too few mast cells may be incompatible with life.
The presence of too many mast cells, or mastocytosis, can occur in two forms: cutaneous and systemic. The cutaneous form is
further divided into a diffuse and solitary type. The most common cutaneous (skin) form is also called urticaria pigmentosa (UP),
which occurs when mast cells infiltrate the skin.
The solitary from is a single lesion known as a mastocytoma.
Systemic mastocytosis is caused by the accumulation of mast cells in the tissues and can affect organs such as the liver, spleen,
bone marrow, and small intestine.
Urticaria pigmentosa was first described in 1869, while systemic mastocytosis was first reported in the scientific literature in
1933. The true incidence of either type of mastocytosis remains unknown, but mastocytosis generally is considered to be an
"orphan disease." (Orphan diseases affect approximately 200,000 or fewer people in the United States.)
Symptoms
Chemicals released by mast cells cause physiological changes that lead to typical allergic responses such as hives, itching,
abdominal cramping, and even shock. Stroking the lesions causes them to itch. When too many mast cells exist in a person's
body, the additional chemicals can cause bone pain, abdominal discomfort, nausea and vomiting, ulcers, diarrhea, skin lesions,
and episodes of hypotension (very low blood pressure and faintness) or anaphylaxis (shock).
Urticaria pigmentosa can be diagnosed through the abnormally high concentration of mast cells in the skin. Lesions can be
erythematous, tan, brown or pink in color.
The diagnosis of systemic mastocytosis can be made by a biopsy showing an increased number of mast cells in an organ other
than the skin. The biochemical hallmark of the disease is an elevation of histamine or mast cell tryptase protein in blood. Urine
may also contain high levels of histamine metabolites (products) as well as metabolites of prostaglandin D2. Elevations of plasma
histamine or mast cell protease are occasionally seen in patients with allergic diseases, but unlike mastocytosis patients, their
plasma histamine levels are elevated only temporarily. Plasma tryptase and histamine levels are persistently increased in
mastocytosis patients.
Other tests that are important in the evaluation of a suspected case of mastocytosis include a bone marrow examination and a
bone scan. Special stains, such as Giemsa and toluidine blue, are used on a bone marrow sample to demonstrate the increase in
marrow mast cells that occurs in a large percentage of people with the disease.
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Course
Most cases of solitary mastocytoma and UP in children resolve spontaneously. Adults with onset of UP with extensive cutaneous
involvement have a higher risk to develop systemic mastocytosis than infants.
Treatment
An array of drugs is used to treat the symptoms of mastocytosis, including antihistamines (to prevent mast cell release of
chemicals), and anticholinergics (to relieve intestinal cramping). A number of drugs are used for the treatment of specific
symptoms of mastocytosis.

This information has been provided to you compliments of the American Osteopathic College of Dermatology and your physician.
The medical information provided in this article is for educational purposes only and is the property of the American Osteopathic College of Dermatology. It is not intended nor implied to be a substitute for professional
medical advice and shall not create a physician - patient relationship. If you have a specific question or concern about a skin lesion or disease, please consult a dermatologist. Any use, re-creation, dissemination, forwarding
or copying of this information is strictly prohibited unless expressed written permission is given by the American Osteopathic College of Dermatology. For detailed information including links to related topics on this and
many other skin conditions with photos, visit: https://www.aocd.org/page/DiseaseDatabaseHome

