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Abstract


Papillary hidradenomas in the vulva arises from specialized anogenital mammary-like glands in and around the intralabial sulcus. These are benign lesions, which present as slow growing, circumscribed cystic masses. Histologically, papillary hidradenomas are characterized by glandular structures and complex branching papillae with fibrovascular stalks. The glands are lined by myoepithelial cells and epithelial secretory cells with a surrounding fibrous stroma. Oestrogen and progesterone receptors are potential markers to differentiate between anogenital sweat glands and conventional sweat glands. We intend to present a case of excoriating papillary hidradenoma of vulva in a 23-year old female with review of literature. 
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Introduction


Papillary hidradenoma is a rare, slow growing benign cystic papillary tumor which occurs in the anogenital region [1]. It is seen in middle-aged females, commonly between the ages of 30-49 years. Rarely, it can be seen over the head and neck, and over modified apocrine gland areas such as breast, external ear canal, and eyelid. It is then referred to as ectopic hidradenoma papilliferum [2]. Although the origin of papillary hidradenoma was previously thought to be an apocrine sweat gland, recent studies have suggested that it may derive from the anogenital mammary-like gland [2].

It usually presents as an asymptomatic flesh-colored nodule in the anogenital area of women [3]. It simulates Bartholin’s cyst, vulval abscess, lipoma and chronic vulval lesions. Clinically it may mimic a carcinoma, so the correct cytologic interpretation of the tumor cells with subsequent careful histologic confirmation is essential for good management. The tumor has got a good prognosis and malignant transformation is extremely rare [4]. We present a case of excoriating papillary hidradenoma of vulva in a 23-year old female with review of literature.

Case Summary

A 23 year old female presented to the Gynaecology outpatients department with complaints of painless swelling on the external genitalia since 3 months. On examination, the labial mass was 8x5x3 cm in size, sessile, non-tender, soft to firm in consistency. Speculum and bimanual examinations led to a provisional diagnosis of vulval lipoma. The mass was completely excised and histopathology revealed well circumscribed dermal nodules in complex papillary glandular pattern with nuclear stratification and foci of mild nuclear pleomorphism, lined by apocrine cells and myoepithelial cell layer (Figures 1 & 2). On immunohistochemistry, the lesion showed diffuse nuclear positivity for ER and PR receptors (Figure 3). Our patient is well after 12 months of follow-up period.
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Figure 1:      Histopathological examination showed a dermal tumor with cells in papillary folds, tubules and cystically dilated spaces. Haematoxylin and Eosin x 10X.
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Figure 2:      Section showed the lumen was lined by columnar cells with oval staining nucleus located near base and faintly eosinophilic cytoplasm. Decapitation secretion was seen inside the lumen. Haematoxylin and Eosin x 40X.
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Figure 3:      On immunohistochemistry, the lesion showed diffuse nuclear positivity for ER receptors. IHC ER x 40X.



Discussion


Papillary hidradenoma is a rare, benign, cystic, papillary vulval tumor that occurs commonly in Caucasians, aged 3070 years [5]. It usually arises from the anogenital glands, with apocrine differentiation [2]. It usually presents as a solitary, slow growing, painless nodular mass on the labial fold or in the perianal area. Majority of the lesion occurs in the labia majora as an elevated reddish brown papillary ulcerated mass [3]. A painful lesion located on the lower aspects of labia may be misdiagnosed as Bartholin cyst/ abscess. Papillary hidradenoma originating from labia minora may be a predisposition for the development of Bartholin's abscess.2 Blockade to drainage of the Bartholin's duct by a tumor in the vicinity may also result in development of Bartholin’s cyst/ abscess [3].

The clinical differential diagnoses of papillary hidradenoma are epidermal inclusion cysts, seborrhoeic dermatitis, fibroepithelial polyp, fibroma, fibromyoma, dermatofibroma, lipoma, syringoma, hemangioma, angiokeratoma, pyogenic granuloma and malignancy [6,7]. Papillary hidradenoma, though benign, may be associated with concomitant vulvar invasive squamous cell carcinoma, Paget's disease and melanoma [8,9]. Nishie et al have reported a case of vulvar papillary hidradenoma with mixed histopathologic features of syringocystadenoma papilliferum and anogenital mammary glands [3].

Histologically, papillary hidradenoma is a dermal tumor, which represents an adenoma with apocrine differentiation, with a well-circumscribed pseudocapsule due to stromal compression [10,11]. Tubular and cystic structures are seen within the tumor mass, with papillary folds projecting into the cystic spaces. The lumina are usually surrounded by a dual cell layer of inner secretory cells and an outer cuboidal cell layer with myoepithelial cells. Occasionally, the cystic spaces are lined by a single layer of columnar cells with oval, hypochromatic nuclei and eosinophilic cytoplasm. Vazmitel et al have reported a case of ductal carcinoma in-situ arising in papillary hidradenoma, with suggestive viral etiology [5]. Kazakov et al. have reported human papilloma viral particles in 4 out of 15 cases of papillary hidradenomas [6].

Surgical excision has been regarded as adequate treatment of this benign lesion. In cases with associated Bartholin’s cysts and abscesses or suggested transformation into malignancy, wide surgical excision and careful follow-up is the appropriate approach of management [9,12]. Simple drainage of recurrent Bartholin's abscess may not be sufficient, especially in elderly women [12]. Our case presentation of vulval papillary hidradenoma in a young asian woman, with a large sized tumor at presentation and a short history suggestive of rapid course of progression makes it unique.

Conclusion

Papillary hidradenoma is a rare benign slow growing anogenital lesion of adult females with a malignant potential. When an adult female presents with a nodular lesion in the anogenital area, papillary hidradenoma should be kept in mind along with other conditons such as sexually transmitted diseases and other benign and malignant tumors and should be treated by a multidisciplinary approach, with wide surgical excision and a close follow-up and screening for human papilloma virus infection.
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