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Paget Disease of the Vulva 
 

What is Paget disease of the vulva? 
Paget disease of the vulva, also called extramammary (outside of the breast) 

Paget disease, is a rare skin condition characterized by an itchy rash that 

doesn’t go away. It is an intraepithelial adenocarcinoma, which is a type of 

superficial skin cancer (affects cells on the surface. Not invasive).  

 

When Paget disease of the vulva is identified, there is a small concern for 

underlying, invading cancer. This can either be in the vulvar skin or elsewhere 

in the body. Paget disease can be present in a few places at once on the vulva 

(multifocal). 

 

What is the vulva? 
The vulva is the part of the body that includes all the external female genital 

parts from where pubic hair grows (mons pubis) to the opening that stool 

comes out of (anus). In between are the large outer lips (labia majora), small 

inner lips (labia minora), clitoris, the opening that urine comes out of (urethra), 

and the opening to the vagina (vestibule). 
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What are the symptoms? 
The most common symptom is an itchy rash with areas of thickened, red-

colored skin that may look velvety. The skin may have moist, oozing areas that 

bleed easily or may appear scaly or crusty. 

 

How is it diagnosed? 
We will remove a small piece of skin (biopsy) to diagnose in a laboratory. You 

will get an injection of numbing medicine before the skin is removed. 

Sometimes, multiple biopsies are recommended for surgical planning.  

 

We will also screen for an underlying cancer. This may include: 

• Blood tests 

• Colonoscopy (using a tiny, flexible camera to inspect the rectum and large 

bowel) 

• Cystoscopy (using a tiny, flexible camera to inspect the bladder) 

• Mammogram (an x-ray of the breast) 

• Pap test (a small brush or spatula is used to remove cells from the cervix for 

testing) 

• Ultrasound of the pelvis 

• Urine tests 

 

How is it treated? 
The standard treatment is surgery. There are different types of surgery that can 

be used. These include: 

• Wide local excision: surgical removal of the skin and some normal tissue 

around it. 

• Vulvectomy: removal of all or part of the vulva. 

• A skin repair may be needed after the skin is removed. This is done with a 

flap from nearby skin or a graft taken from another part of your body. 
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• Some proplr may be eligible for alternative treatments such a CO2 laser or 

topical medication. This will be discussed further during your consultation.  

 

We will consider the size and location of your disease and discuss the plan with 

you. However, it can be difficult to predict how much tissue must be removed 

because it frequently extends into what looks like normal skin. Surgery usually 

requires a hospital stay and several weeks of recovery at home. We may ask 

surgeons from the Department of Plastic Surgery or our Gynecologic Oncology 

Division to join us in doing your surgery. 

 

What kid of follow-up will there be? 
Recurrence (where the disease comes back) at or near the surgical site is 

common, so we will see you for follow-up exams for 10-20 years after your 

surgery. 

 

There is some evidence that people with Paget Disease have a higher chance of 

getting cancer in other parts of the body. So, it is very important for you to get 

routine cancer screenings such as mammograms, Pap tests, and colonoscopies. 

 

Resources 
• “Extramammary Paget disease of skin”: 

https://dermnetnz.org/topics/extramammary-paget-disease (DermNet NZ) 

DermNet NZ was started in 1996 by a group of dermatologists from New 

Zealand. It has become a world-wide resource of skin disease information. 

 

 
 
 
 
 
 
 

https://dermnetnz.org/topics/extramammary-paget-disease
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Disclaimer: This document contains information and/or instructional materials developed by 
Michigan Medicine for the typical patient with your condition. It may include links to online 

content that was not created by Michigan Medicine and for which Michigan Medicine does not 
assume responsibility. It does not replace medical advice from your health care provider 

because your experience may differ from that of the typical patient. Talk to your health care 
provider if you have any questions about this document, your condition or your treatment plan. 
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