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Extramammary Paget’s disease (EMPD) is an unusual neoplasm that affects apocrine gland-bearing skin, such as the vulva,
perianal region, scrotum, and penis. However, EMPD has been rarely observed in the non-apocrine, gland-bearing regions; 

such cases are referred to as “ectopic” EMPD. EMPD of the scalp is extremely rare, with few reported cases. We present a case 
involving an 86-year-old man in whom ectopic EMPD affected the scalp. Although the clinical appearance was suggestive of 
pagetoid Bowen’s disease, EMPD was confirmed by biopsy and immunohistochemical studies. This case of EMPD of the scalp 
has been treated successfully with photodynamic therapy (PDT).

To our knowledge, we report the third case, and the second in the English literature, of an ectopic EMPD involving the 
scalp and the first to be treated with PDT. A complete clinical response was maintained 12 months after last session of PDT.

No invasion occurred during a 1 year follow-up period after the first MAL-PDT procedure. No randomized studies have 
confirmed the efficacy of PDT on EMPD to date. 21 retrospective and 2 prospective non-comparative studies were identified 
and included in the review: 9 case reports with 1-2 patients and 14 case series with 1-16 patients. These reports totaled 99 
patients with 133 extramammary Paget’s lesions and 3 patients (with 3 lesions) with mammary Paget’s disease. Follow-up 
periods were typically one year or less, with 77/133 extramammary lesions exhibiting complete response to PDT. One recurrent 
mammary skin lesion and two mammary lesions treated concomitantly with surgery also exhibited complete responses
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