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Extramammary Paget disease

Extramammary Paget disease is an uncommon cancer characterised by a chronic eczema-like rash of the skin
around the anogenital regions of males and females. Under the microscope it looks very similar to the more
common type of mammary Pagets disease that occurs on the breast. Extramammary Paget disease most
commonly occurs in women aged between 50-60 years.

About 25% of extramammary Paget disease is associated with an underlying cancer, either in situ (i.e. confined to
the outside layer of the tissue of origin) or a more widespread invasive cancer. Sometimes the extramammary
Pagets disease may be present for 10-15 years before evidence of cancer or metastases appear.

What are the signs and symptoms?

The most common symptom is a mild to intense itching of a lesion found around the groin, genitalia, perineum
or perianal area. Pain and bleeding may occur from scratching lesions that have been around for a long time.
Thickened plaques may form that can become red, scaly and crusty. Although they may appear similar to eczema,
they fail to clear up with topical steroid creams.

Extramammary Paget disease

Vulvar Pagets disease Axillary Pagets disease Vulvar Pagets disease

In women the most common area involved is the vulva. First symptoms are usually itching and burning of lesions
that may persist for a long time. These may spread to the labia, mons pubis, vagina and thighs. Perianal lesions
may extend up into the anal canal.

The location of extramammary Paget disease is useful in predicting the risk of associated cancer. For example, it
appears that 25-35% of extramammary Paget disease situated around the perianal region is associated with an
underlying colorectal cancer.

Diagnosis of extramammary Paget disease

Skin biopsy of the lesion is performed to get an accurate diagnosis of extramammary Paget disease as there are

several other genital skin diseases that may appear similar. Under microscopy, the presence of Paget cells along
with other histological findings confirms diagnosis. Special stains may be necessary to distinguish Paget's disease

from early melanoma (melanoma in situ).

What is the treatment of extramammary Paget disease?
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Margin-controlled surgical excision of the affected area to an adequate depth is the standard treatment for
extramammary Paget disease (Mohs surgery). The margin is sometimes difficult to define particularly when lesions
are spread sporadically throughout the anogenital region. Recurrence is common so patients should be re-
examined every 3 months after surgery for the next 2 years, after which annual follow-ups are recommended.

The immune response modifier, imiguimod cream, appears to be a promising additional therapy.
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