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ABSTRACT

Mammary Paget's disease is a rare condition typically associated with underlying breast
carcinoma. We report the case of a 40-year-old woman presenting with a long-standing (10
years) unilateral hyperkeratotic nipple lesion without other clinical abnormalities.
Dermoscopy revealed keratin clusters without vascular structures. Histopathological and
immunohistochemical analysis of a punch biopsy confirmed Paget's disease (cytokeratin 7
positive). Radiological assessment, including mammography and breast MRI, showed no
underlying malignancy. The patient was referred for surgical management. This case
highlights an atypical presentation of Paget's disease as a chronic hyperkeratotic lesion
without radiological findings, emphasizing the importance of biopsy in persistent nipple
lesions to ensure early diagnosis and appropriate management.
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INTRODUCTION

Mammary Paget's disease (MPD) is a rare breast malignancy involving the nipple-areola complex and
is frequently associated with an underlying in situ or invasive carcinoma [1,2]. It accounts for
approximately 1-4% of all breast cancers [3]. Clinically, it usually presents as an erythematous,
eczematous, or ulcerative lesion of the nipple, sometimes accompanied by crusting, infiltration, or
nipple retraction [1,4]. However, atypical presentations mimicking benign dermatological conditions

may delay diagnosis [5].

We report an unusual case of MPD presenting as a chronic hyperkeratotic lesion of the nipple without

radiological abnormalities.

CASE PRESENTATION

A 40-year-old woman with no significant medical history presented with a unilateral nipple lesion
evolving over 10 years. Clinical examination revealed a well-defined hyperkeratotic plaque measuring
approximately 1 cm in diameter, localized to the nipple. The lesion was non-tender, non-pruritic, and

adherent to underlying tissues. No palpable breast mass or axillary lymphadenopathy was detected.

Figure 1: Hyperkeratosis of the Nipple: Close-Up View

Dermoscopy showed clusters of keratin without associated vascular structures.



Open Access Original Research Article

Figure 2: Dermoscopic Features of Nipple Hyperkeratosis: Prominent Keratin Clods

A punch biopsy was performed. Histopathological examination revealed intraepidermal proliferation of
large atypical cells with abundant pale cytoplasm and prominent nuclei, consistent with Paget cells [2].
Immunohistochemistry demonstrated strong positivity for cytokeratin 7, confirming the diagnosis of

MPD [3].

Mammography and breast magnetic resonance imaging showed no evidence of underlying carcinoma,
a finding reported in a minority of cases [4,6]. The patient was referred for multidisciplinary surgical

management.

DISCUSSION

MPD predominantly affects postmenopausal women and is usually associated with ductal carcinoma in
situ or invasive carcinoma [1,7]. Histologically, it is characterized by malignant glandular epithelial

cells (Paget cells) within the epidermis, distributed singly or in clusters [2].

Clinically, MPD often mimics benign conditions such as eczema, leading to delayed diagnosis [5,8].
Symptoms include pruritus, burning sensation, and eczematous changes of the nipple-areola complex.

In advanced cases, ulceration and destruction of the nipple may occur [1,4].

Diagnosis relies on histopathology supported by immunohistochemistry, with cytokeratin 7 being a
highly sensitive marker [3]. Imaging studies (mammography and MRI) are essential to detect

underlying carcinoma, although they may be negative in selected cases, as in ours [4,6].

Management is multidisciplinary. Surgery remains the cornerstone of treatment and includes breast-
conserving surgery or mastectomy with sentinel lymph node biopsy [7,9]. Adjuvant therapies

(radiotherapy, chemotherapy, endocrine therapy) depend on associated invasive disease [9].

Prognosis is mainly determined by the presence of an underlying tumor. The 10-year survival rate is
approximately 90% in patients without a palpable mass but decreases significantly when invasive

carcinoma is present [6,10].
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This case is particularly notable due to the very long clinical evolution (10 years) and absence of
radiological abnormalities. Such presentations remain uncommon and may contribute to significant

diagnostic delay.

CONCLUSIONS

Although rare, MPD should be considered in any persistent nipple lesion, even in the absence of typical
clinical or radiological findings. Early histological evaluation is essential to avoid diagnostic delay and

ensure appropriate management.
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