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Introduction
Primary vulvar cancer is a rare

finding that represents approximately
3%-5% of all gynecological
malignancies.1 Most reported cases
occur in individuals over the age of
50 years.1-4 While the majority of
these vulvar carcinomas are squamous
cell carcinoma, other less common
types include basal cell carcinoma,
melanoma, adenocarcinoma, and

sarcomas.1,2 Vulvar adenocarcinoma
originates from Bartholin’s glands
(most common), sweat glands,
Skene’s glands, minor vestibular
glands, aberrant mammary tissue, or
endometriotic implants.4-7 Colonic
type vulvar villoglandular
adenocarcinoma is a rare variant of
vulvar adenocarcinoma. Its origin is
not clearly understood; however,
cloacal remnants are more

Abstract
Colonic type villoglandular adenocarcinoma of the lower genital tract is an extremely

rare condition. Its origin is not clearly understood; however, the cloacal remnants are
the more accepted source for this carcinoma.We report the case of a 67-year-old
female patient who presented with a 1.2 cm polypoidal nodule at the right side of the
fourchette. Morphologic studies revealed a colonic type mucinous adenocarcinoma that
arose from within a villous adenoma. Immunohistochemical staining showed positive
cytokeratin 7, cytokeratin 20, carcinoembryonic antigen, P53, and progesterone
receptor, but negative for estrogen receptor and caudal type homeobox transcription
factor 2. Extensive work-up failed to reveal other primary cancers in this patient.
Ultimately, she underwent a radical vulvectomy.  No recurrence was seen in eight months
follow up of this patient after surgery. Careful, thorough histological evaluation and
clinical clues enable correct diagnosis of the rare colonic type vulvar villoglandular
adenocarcinoma. Due to rarity of this tumor, its management is questionable. Therefore,
additional investigation is necessary for its management.
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acceptable.1-3 The presence of an intestinal-type
morphology, proven by immunohistochemistry,
has resulted in this hypothesis.1-4 Its prognosis is
worse compared with other vulvar carcinomas,
particularly vulvar squamous cell carcinoma.1-5

The behavior of this carcinoma is unclear due to
its rarity. A follow up of the few previously
reported cases has revealed no recurrence after
surgical excision.7 To the best of our knowledge,
very few cases with this diagnosis have been
reported.1-7 Herein, we discuss a case with this rare
presentation.

Case report
A 67-year-old gravida 3 para 3 postmenopausal

woman came to our department with complaints
of vaginal discharge. She described a vulvar lump
with mild discomfort from 9 months prior.
Physical examination revealed a 15×15 mm fragile
ulcerative exophytic nodule at the right side of the
fourchette. Pelvic examination was otherwise
unremarkable. She underwent a complete
laboratory and clinical workup. Serum carcinoem-
bryogenic antigen (CEA), CA19-9 and beta-hCG
levels, complete blood count, liver function tests,

and HIV antibody (p24) were within normal
limits. Chest X-ray, mammogram, and abdominal
ultrasonography were unremarkable. Pelvic ultra-
sonography disclosed an echogenic area in the
cervical canal that measured 10×5.2 mm. An
excisional biopsy was performed. Gross findings
of formalin-fixed tissue revealed a 13×11×10 mm
brownish exophytic nodular lesion (Figure 1).
Microscopic histologic findings showed intra-
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Figure 1. Gross appearance. Anterior view of a 13×11×10 mm
brownish, exophytic nodular lesion.

Figure 2. Hematoxylin-eosin staining shows: (a) continuity with the surface epithelium (10×) and (b) well-differentiated adenocarcinoma
(40×).
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epithelial, neoplastic proliferation of a well-
differentiated, villoglandular structure contiguous
with the surface epidermis (Figure 2a).
Examination of the surface epithelium revealed a
colonic type villoglandular adenocarcinoma
composed of mucin secreting columnar cells with
mild nuclear atypia (Figure 2b). There was no
lymphatic or vascular invasion. All surgical
margins were free of tumor. On imunohistochem-
ical staining, the neoplastic cells showed diffuse
immunoreactivity for cytokeratin (CK)7, CK20,
CEA, P53, and progesterone receptor (PR; Figure

3), but negative for estrogen receptor (ER) and
caudal type homeobox transcription factor 2
(CDX2; Figure 4). Normal squamous epithelium
was positive for ER. The underlying stroma was
positive for ER and PR. These results favored
colonic type adenocarcinoma. The patient
underwent a radical hemivulvectomy, followed by
an ipsilateral inguinal lymph node dissection. 

Discussion
Villoglandular adenocarcinoma of the vulva is
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Figure 3. (A) Immunohistochemical strong membrane and cytoplasmic expressions of cytokeratin CK7 in the neoplastic glands. (B) Immuno-
histochemical cytoplasmic expression of CK20 in the neoplastic glands. (C) Strong, diffuse  positive nuclear immunohistochemistry staining
for P53. (D) Positive strong cytoplasmic immunohistochemistry staining for carcinoembryogenic antigen (CEA) (Magnification: 40×).
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a very uncommon condition.1 The colonic type of
this neoplasm is extremely rare.1-8 Although a
complete gastrointestinal examination and positive
imunohistochemical staining for CK7 have ruled
out the tumor’s metastatic probability in the current
case, its origin was not well understood. To date,
very few similar cases have been reported.
Assessment of the morphologic characteristics
of these cases revealed a primary villoglandular
adenocarcinoma of the mucinous type, with direct
continuity of surface epithelium.1-4 The majority
of these cases showed a polypoid macroscopic
appearance and villoglandular microscopic
features with occasional goblet cells. Similar to
described cases of vulvar intestinal-type adenocar-
cinomas, our case had a tumor with direct
continuity of the epidermis, yet unrelated to the
underlying mucous glands. 

Although positive staining for CK20 and CEA
are seen in colonic cancers, strong positivity for
CK7 is characteristic for female genital tract
neoplasms.8-10 Generally, patients affected by this
neoplasm underwent either a radical vulvectomy
with unilateral, bilateral inguinofemoral lym-
phadenectomy,11 unilateral hemivulvectomy with
radical groin lymph node dissection, or wide
excision of the lesion in case of very small tumors

(<2 cm).11-13 Considering our limited knowledge
of this tumor, we recommend either an ipsilateral
or bilateral inguinal lymph node dissection for
these patients.
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Figure 4. (A) Negative imunohistochemical staining for estrogen  receptor (ER) at 40× magnification. (B) Negative imunohistochem-
ical staining for Caudal type homeobox transcription factor 2 (CDX2).
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