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Abstract
Primary villoglandular adenocarcinomas of the vulva are rare. Hypotheses 
about the origin of this neoplasm remains highly speculative. We reported 
the case of a 51-year-old woman with this very uncommon malignant tumor. 
Immunohistochemical studies of the tumor revealed positive staining for 
cytokeratins 7 and 20 and negative staining for estrogen and progesterone 
receptors. Special stains showed the presence of intracellular mucin. No other 
primary lesion was found on clinical evaluation and extensive investigation. 
The patient was treated by radical hemivulvectomy. The patient remained 
disease free for 16 months after the initial surgery. 
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Vulvanin kloakojenik adenokarsinomu: olgu sunumu

Özet
Vulvanın primer villoglandüler adenokarsinomu çok nadir görülen bir antitedir. 
Bu neoplazinin kökenine ait hipotezler ise son derece spekülatiftir. Olgumuz, 
51 yaşında kadın hastada saptanan bu çok nadir malign tümörün bir örneği olup, 
immünohistokimyasal çalışmalarda tümör hücrelerinin sitokeratin 7 ve 20 ile 
pozitif boyandığı, östrojen ve progesteron reseptörleri ile ise reaktivite olmadığı 
gözlenmiştir. Histokimyasal incelemeler ile intraselüler müsin saptanmıştır. 
Klinik muayene ve detaylı araştırma sonucu hastada başka herhangi bir primer 
lezyon olmadığı kanıtlanmıştır. Hasta radikal hemivulvektomi ile tedavi edilmiş 
olup cerrahi sonrası 16. ayda hastalıksız olarak takip edilmektedir. 
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Olgu Sunumu (Case Report)
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INTRODUCTION
Primary adenocarcinomas of the vulva are rare, and most arise from 
Bartholin’s glands (1).The villoglandular adenocarcinoma of colonic type 
is a rare variant of vulvar adenocarcinoma, and only seven cases have been 
reported (2). The possibility that those tumors may originate from cloacal 
remnants has been raised (3). We report an additional case with this rare 
disease.

CASE REPORT
A 51 years old woman, consulted her physician for a vulvar lump with 
mild local discomfort and burning. She had no relevant medical history. 
On physical examination, a 2-cm nodular reddish lesion on the inferior 
aspect of the right labia majora at 1.5 cm distance from the perineum 
was seen and no other vulvar lesions were observed. Also there were no 
lesions in the cervix, vagina or anal/perianal region. Uterus was small 
and the adnexa were not palpable. Rectal examination, proctoscopy and 
cystoscopy revealed no abnormalities. A complete clinical investigation was 
performed. Serum CA19-9, carcinoembryonic antigen and CA125 levels, 
as well as complete blood count and hepatic enzymes levels (aspartate 
aminotransferase, alanine aminotransferase, gamma-glutamyltransferase, 
alkaline phosphatase, and bilirubin) were within the reference range. Chest 
X-ray, mammogram, colonoscopy and abdominal ultrasonography were 
also normal. Microscopic examination of paraffin-embedded sections 
disclosed a well-circumscribed and well-differentiated adenocarcinoma 
of colonic type. Adenocarcinoma showed indirect continuity with the 
epidermis (Fig 1). The surface presented a villoglandular aspect that is 
partially lined by mucin-secreting cells with rare interspersed goblet-
type cells (Fig 2). The tumor cells showed moderate to strong staining 
for cytokeratin 7 (Fig 3) and for cytokeratin 20 (Fig 4). However, nuclear 
progesterone and estrogen receptors are negative. The neoplastic cells 
contained mucin as shown by positive staining with Alcian blue and had 
a diastase-resistant reaction shown by periodic acid–Schiff. Two weeks 
later, the patient was treated by radical hemivulvectomy with surgical 
margins of at least 1 cm in width. She remained well and disease free for 
16 months after surgery.
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Figure 1. Tumor is indirectly continuous with the epidermis

Figure 2. Tumor which has a villoglandular growth pattern is composed 
of musin secreting cells and rare goblet type cells.
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Figure 3. Tumor cells are positive with cytokeratin 7.

Figure 4. Tumor cells are positive for cytokeratin 20.
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DISCUSSION
Primary adenocarcinomas of the vulva are rare, but most arise from 
Bartholin’s glands. Unlike our case, Bartholin’s glands adenocarcinomas 
are deeply infiltrative and an in situ component is usually present in the 
adjacent benign glands (4). A sweat gland origin is also unlikely because 
these adenocarcinomas lack the typical villoglandular pattern and do not 
contain diastase-resistant Periodic acid–Schiff material (1). A paraurethral 
Skene’s gland or minor vestibular gland origin has also been excluded 
because the tumor was located away from the introitus and the urethra 
in our case. The possibilities of adenocarcinoma arising from ectopic 
breast tissue, sebaceous glands and endometrium were ruled out by the 
histopathologic and immunohistochemical features of our patient’s lesion. 
In our case, we also excluded the possibility of metastatic carcinoma by 
the absence of any known primary lesions with clinically and historically 
detailed evaluation of the gastrointestinal tract, breast and lungs for an 
evidence of any primary tumor.

The cellular origin of these tumors is still unclear; but, it has been proposed 
that they may arise from the remnant cells of the cloacal membrane (5). 

The treatment for many cases is radical vulvectomy and bilateral local 
lymph node excision (6).

In majority of the cases, tumor did not metastasized and was referred to as 
nonaggressive and the excision of the lesion(s) is appeared to be curative 
(6-9). However, Willen et al. (5) reported recurrence within a year and a 
wider resection was necessary. Also, Rajni et al. reported an aggressive 
tumor, with metastatic spread to inguinal and pelvic lymph nodes and the 
lung. (10).

Most of the cases reported were to be single tumor arising indirect 
continuity with the surface epithelium (5,8) such as in our case.

Primary cloacogenic carcinoma of the vulva is very rare but it is important 
for the pathologist and clinician to be aware of this entity. Any lesion seen 
on vulva and perineum should be biopsied immediately and the biopsy 
should be reviewed by the pathologist for confirmation of diagnosis. 



Detailed clinical work-up and careful morphological examination by 
histopathology and immunohistochemistry are necessary for early 
diagnosis and less radical management. Early diagnosis and wide local 
excision of the tumor(s), prior to metastatic spread, is very important for 
good prognosis and decreasing recurrence rate.
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