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A 63-year-old man presented to the dermatology clinic 
with a three-year history of an erythematous patch with 
occasional pruritis that covered his glans penis and ure-

thral meatus. Physical examination showed an irregular erythem-
atous plaque that was circumscribed and infiltrated (Figure 1). No 
inguinal lymphadenopathy was found. The patient’s medical his-
tory included a low-grade (G2) transitional cell carcinoma of the 
right ureter that was treated with a nephroureterocystectomy 
(partial cystectomy) five years previously. A biopsy showed many 
large Paget cells with abundant basophilic or amphophilic cyto-
plasm that contained prominent vesicular nuclei lying singly or in 
clusters in the epidermis of the glans penis (Figure 2). Immunohis-
tochemical staining was positive for CK7, CK20 and GATA3, and 
negative for S-100, HMB-45 and GCDFP15. Neoplastic cells were 
positive for periodic acid–Schiff staining. We performed labora-
tory and radiologic examinations and excluded regional internal 
malignant disease. We diagnosed extramammary Paget disease 
secondary to transitional cell carcinoma of the right ureter.

Extramammary Paget disease is an intraepithelial adenocarci-
noma with a predilection for apocrine gland-bearing areas, which 
can be classified into primary (intraepithelial adenocarcinoma 
arising within the epidermis) and secondary (intraepithelial spread 
of a visceral carcinoma) disease. The association of secondary 
extramam mary Paget disease of the glans penis with urothelial 
carcinoma has been reported uncommonly.1

The clinical features of extramammary Paget disease are non-
specific; it usually presents with pruritic eczematous plaques. 
Therefore, a prompt biopsy is reasonable in a patient with eczema-
tous rashes in apocrine gland-rich regions that are unresponsive to 
topical treatment. A panel of immunohistochemical staining that 
includes CK7, CK20, GCDFP-15, p63, GATA3 and UP III is useful to 
diagnose extramammary Paget disease and to distinguish primary 
from secondary disease.2 

We referred our patient to the urology department for a resec-
tion of the glans penis. Four years after the diagnosis of extramam-
mary Paget disease, the patient developed bladder metastases and 
died two years later.
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Figure 1: An irregular, circumscribed, infiltrated, erythematous plaque on 
the glans penis of a 63-year-old man with extramammary Paget disease.
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Figure 2: Numerous Paget cells lying singly or in clusters in the epidermis 
of the glans penis (arrows). Hematoxylin and eosin stain. Original 
magnification ×400.


