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Abstract Local examination revealed an erythematous plaque
extending over the base of the penis and 2 cm round

SACENIER] PRGNS ClEceen (BNl B 8 @ peripheral rim onto the scrotum. The involved area

intraepithelial cancer. It is more common in women and

usually develops in apocrine gland-bearing areas, Less contained whitish superficial exudates, and was scaly
frequenly, EMPD can affect males in the anogenital area. (Figure 1). No inguinal lymph nodes were evidenced by
EMPD may present with a focal, multifocal, or an ectopic physical examination.

lesion. We report a case of a 56-year-old male with extra-

mammary Paget’s disease. A survey of internal malignancy, including chest
Keywords X-ray, ultrasound, and computerized tomography (CT)

. . . of the abdomen, were negative.
Extramammary paget disease, Inguinal paget disease,

Anogenital, Paget disease The patient underwent a punch biopsy and the

Introduction

EMPD represents just 6.5% of all Paget’s disease
and occurs mainly among in Caucasian women and
Asian men in their 60s and 70s. It is a rare neoplasm;
the exact incidence is unknown [1]. Approximately 25%
of all EMPD cases are associated with an underlying
malignancy. The lesion is often present for years before
a diagnosis rendered [2].

Here, we describe the clinical case of a 56-year-old
man with athree-year history of a painless erythematous
lesion on the inguinal region He underwent a punch
biopsy and the pathology report came back as EMPD.
Surgical excision was carried out.

Case Report

A 56-year-old man was referred to our departement
with a three-year history of a pruritic, painless
erythematous chronic skin rash on the right emi-scrotum

and inguinal region. The skin lesion had failed treatment Figure 1: An eczematous, indurated patchy area on the
with topical corticosteroid and antifungal ointment. left side of the inguinal region.
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pathology report came back as EMPD. Surgical excision
was performed with a margin of 3 cm. No local
recurrence or other malignancy has been found during
one year of follow-up.

Discussion

Paget’s disease was firest described by sir James
Paget in 1874. Later Radcliffe Crocker described extra-
mammary Paget’s disease (EMPD) in 1889, in a patient
with urinary bladder carcinoma, who presented an
eczematous lesion on the penis and scrotum. While the
perianal location of EMPD was described by Darier and
Coulillaud in 1893. The prevalence of EMPD regarding
gender differs between Western and Asian populations.
In studies of Caucasian populations, EMPD has a female
predominance, with male-to-female ratios ranging from
1:2 to 1:7. In contrast, male predominance has been
reported in Asian studies [3].

The pathogenesis of primary EMPD is not well
understood. Primary intraepidermal EMPD may arise
from pluripotent cells in the epidermis and/or adnexae.
The condition may be derived from Toker cells, which
are mammary gland-related cells found in the nipple
and vulva. “Secondary” EMPD is generally accepted to
be due to direct extension of an adjacent malignancy
or in cases where an occult underlying malignancy is
identified [4,5].

EMPD skin lesions typically present as a well-
circumscribed erythema or erythematous plaques with
occasional hyperpigmentation or hypopigmentation.
Cases in which the main clinical presentation was
hypopigmentation have also been reported. Crust,
scale, or erosion on the erythematous lesions may also
be seen, and such lesions may mimic various other skin
disorders, such as eczema, psoriasis, lichen sclerosus,
contact dermatitis and fungal infection, leading to
delays in treatment of up to many years [4,5].

Dermoscopic features of EMPD lesions include
milkyred areas, dotted vessels, glomerular vessels,
polymorphous vessels, surface scales, linear irregular
vessels and lava lake structure [4,5].

The diagnosis of EMPD is established by skin
biopsy, which reveals the presence of Paget cells in the
epidermis, which are characterized by atypical large
cells with abundant, clear, and sometimes eosinophilic
cytoplasm in hematoxylin and eosin staining [3,6]. The
cells are present singly or form clusters; the tumor
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cells may crush the basal layer. Paget’s cells are usually
positive for low molecular-weight cytokeratins and
epithelial membrane antigen. Gross cystic disease fluid
protein-15 is typically positive in primary EMPD and
negative in secondary.

Current treatment for EMPD is surgical excision and
Mohs’ micrographic surgery. In cases where surgery
cannot be applied several alternative nonsurgical
treatments, like radiotherapy, topical imuquimod
(IMQ) cream, and photodynamic therapy (PDT), can be
selected [7].

Conclusion

EMPD is a rare intraepithelial adenocarcinoma with
limited cases reported in the literature. Early biopsy
and histological examination are important to establish
a correct diagnosis for an early surgical intervention of
the lesions.

Conflict of Interest

None of the authors has a conflict of interest to
declare.

References

1. McDaniel B, Brown F, Crane JS (2022) Extramammary
paget disease. StatPearls.

2. Deutsch M, Yeh J, Grunes D, Horowitz E, Johnson E, et
al. (2015) Clinical presentation of extramammary paget
disease of the axilla in a male patient. Clin Breast Cancer
15: e159-e161.

3. Kang Z, Zhang Q, Zhang Q, Li X, Hu T, et al. (2015) Clinical
and pathological characteristics of extramammary paget’s
disease: Report of 246 Chinese male patients. Int J Clin
Exp Pathol 8: 13233-13240.

4. LopesFilhoLL,LopesLMRS, LopesLRS, Enokihara MMSS,
Michalany AO, et al. (2015) Mammary and extramammary
paget’s disease. An Bras Dermatol 90: 225-231.

5. Mun JH, Park SM, Kim GW, Song M, Kim HS, et al. (2016)
Clinical and dermoscopic characteristics of extramammary
paget’s disease: A study of 35 cases. Br J Dermatol 174 :
1104-1107.

6. Shiomi T, Noguchi T, Nakayama H, Yoshida Y, Yamamoto
O, et al. (2013) Clinicopathological study of invasive
extramammary paget's disease: Subgroup comparison
according to invasion depth. J Eur Acad Dermatol Venereol
27:589-592.

7. Pierie JPEN, Choudry U, Muzikansky A, Finkelstein DM, Ott
MJ (2003) Prognosis and management of extramammary
paget's disease and the association with secondary
malignancies. J Am Coll Surg 196: 45-50.

TN

CLINMED

INTERNATIONAL LIBRARY

e Page 2 0of 2 »



https://doi.org/10.23937/2378-3656/1410419
https://www.ncbi.nlm.nih.gov/books/NBK493224/
https://www.ncbi.nlm.nih.gov/books/NBK493224/
https://pubmed.ncbi.nlm.nih.gov/25454739/
https://pubmed.ncbi.nlm.nih.gov/25454739/
https://pubmed.ncbi.nlm.nih.gov/25454739/
https://pubmed.ncbi.nlm.nih.gov/25454739/
https://pubmed.ncbi.nlm.nih.gov/26722523/
https://pubmed.ncbi.nlm.nih.gov/26722523/
https://pubmed.ncbi.nlm.nih.gov/26722523/
https://pubmed.ncbi.nlm.nih.gov/26722523/
https://pubmed.ncbi.nlm.nih.gov/25830993/
https://pubmed.ncbi.nlm.nih.gov/25830993/
https://pubmed.ncbi.nlm.nih.gov/25830993/
https://pubmed.ncbi.nlm.nih.gov/26581826/
https://pubmed.ncbi.nlm.nih.gov/26581826/
https://pubmed.ncbi.nlm.nih.gov/26581826/
https://pubmed.ncbi.nlm.nih.gov/26581826/
https://pubmed.ncbi.nlm.nih.gov/22364152/
https://pubmed.ncbi.nlm.nih.gov/22364152/
https://pubmed.ncbi.nlm.nih.gov/22364152/
https://pubmed.ncbi.nlm.nih.gov/22364152/
https://pubmed.ncbi.nlm.nih.gov/22364152/
https://pubmed.ncbi.nlm.nih.gov/12517548/
https://pubmed.ncbi.nlm.nih.gov/12517548/
https://pubmed.ncbi.nlm.nih.gov/12517548/
https://pubmed.ncbi.nlm.nih.gov/12517548/

	Title
	Corresponding author
	Abstract
	Keywords
	Introduction
	Case Report 
	Discussion
	Conclusion
	Conflict of Interest 
	Figure 1
	References

