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Abstract

Background: Cancers of the neovagina are a rare
malignancy. The case of an adenocarcinoma arising in a
sigmoid vaginoplasty, in a patient with Mayer-Rokitansky-
Küster-Hauser syndrom (MRKH), is presented.

Case: In 2003 A 41-year-old female patient, suffering from
MRKH, underwent a surgical vaginoplasty by laparotomy
using a segment of the sigmoid colon. She was then able
to have satisfactory sexual intercourse. Seven years after
the surgery the patient consulted for vaginal bleeding. A
multiple biopsy made it possible to identify a 55 by 40
mm liberkühnien adenocarcinoma on magnetic resonance
imaging. An hepatic lesion and a superficial invasion of
the first sacral vertebra were also suspected. The patient
underwent neoadjuvant chemotherapy,
radiochemotherapy and radiofrequency treatment on the
hepatic lesion. Then a resection of the transplant, a left
hemicolectomy, an ovariectomy, a cholecystectomy and a
segment-V liver segmentectomy were performed. The
tumor was classified as ypT2N0M0. 3 years later an
isolated bone metastasis was diagnosed in the first sacral
vertebra. After radiotherapy and chemotherapy the
patient showed significant improvement.

Conclusion: This is the 2nd case of adenocarcinoma
arising from a sigmoid vaginoplasty. This reminds us of
how important gynecological follow-up is on patients with
MRKH, in particular patients who have a neovaginal
construction. Every patient with chronic vaginal bleeding
has to undergone an endoscopic exploration with
potential biopsy.
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Introduction
Mayer-Rokitansky-Küster-Hauser syndrome (MRKH), defined

by a complete vaginal agenesis associated with uterine
agenesis or hypoplasia, is uncommon with an incidence of

1/5000 female births. Patients usually present during the early
teenage years with primary amenorrhoea and possible cyclic
abdominal pain or mass due to endometrial shedding without
a patent drainage pathway. The cause of the syndrome
remains unclear, and failure of canalisation of the mülerian
ducts during the 6th week of embryonic development is
thought to be the main cause.

The best treatment for MRKH is still a matter of controversy.
Surgical vaginoplasty is recommended only as second-line
treatment after vaginal dilatation has failed or been refused.
The use of a sigmoid vaginoplasty has been shown to provide
good anatomical results [1,2].

The following is a report of the case of a patient who
developed an adenocarcinoma arising from a sigmoid
vaginoplasty. To our knowledge this is the 2nd case described
in the literature.

Case Report
A 41-year-old female patient, suffering from MRKH,

consulted for the first time at our hospital in 2003. A complete
vaginal agenesis and a rudimentary uterus had been detected
when she was 18 years old. The karyotype was normal. After a
psychosexual assessment, we accepted her late request for a
neovagina. The surgery by laparotomy consisted in using a
segment of the sigmoid colon, vascularized by the last
sigmoidal artery, as a neovagina. One month after the surgery,
the patient was able to have satisfactory sexual intercourse.

She consulted in 2004 for a 20 mm prolapse of the sigmoid
transplant that first required a promontory fixation by
laparoscopy, and then a vaginal resection.

Seven years after the surgery, the patient presented vaginal
bleeding especially after sexual intercourse. An endoscopy of
the sigmoid transplant showed remodeling of the tissue.
Multiple biopsy sampling revealed a liberkühnien
adenocarcinoma. The size of the lesion was 55 mm long and
40 mm wide on magnetic resonance imaging (MRI), with an
infiltration of the lymph nodes and the sigmoid fascia (Figure
1).
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Figure 1 Magnetic Resonance Imaging, T2 mapping

Because of promontory fixation, the tumor had superficially
invaded the cortical of the first sacral vertebra (Figure 2). A
hepatic lesion was also suspected, on computed tomography
scanning (CT). Otherwise colon endoscopy did not reveal
another tumor. The patient underwent neoadjuvant
chemotherapy with FOLFOX-ERBITUX, then
radiochemotherapy with Xeloda and radiofrequency treatment
on the hepatic lesion. In 2011 a resection of the transplant, a
left hemicolectomy, an ovariectomy, a cholecystectomy and a
segment-V liver segmentectomy were performed. The
histology showed a mucinous adenocarcinoma that had
penetrated the muscular layer, with no invasion of the lymph
nodes or the adipose tissue (Figure 3). HPV DNA was not
detected. There was only necrosis in segment V, and the
resection was complete. The tumor was classified as
ypT2N0M0. The patient had adjuvant chemotherapy with
FOLFOX-ERBITUX.

Figure 2 Magnetic Resonance Imaging, T1 mapping

The patient came in for an emergency consultation, in April
2014, as she was suffering from sciatica, without motricity or
sensory deficit. An isolated bone metastasis was diagnosed in
the first sacral vertebra. She had radiotherapy and
chemotherapy with FOLFOX-ERBITUX. The MRI performed in
June revealed a reduction of the size of the metastasis, and the
patient showed significant improvement.

Figure 3 Histology of the mucinous adenocarcinoma arising
in a neovagina

Discussion
The different ways of handling the creation of a neovagina

in women with MRKH are innumerable, probably because
none is perfect [3]. Non-surgical vaginal dilatation, Franck’s
method, must be proposed as a first-line treatement, because
success rates are high and associated risks are low [4,5].

Surgical vaginoplasty is recommended only as a second-line
treatment after vaginal dilatation has failed or been
refused [3,6]:

• The laparoscopic Vechietti procedure is an accelerated
Franck’s method, which requires special equipement [7].

• The Davydov procedure consists of a dissection, by
laparoscopy, of the rectovesical space which is covered by
the peritoneum [8].

• The McIndoe procedure is a perineal approach which
involves creating a space between the rectum and the
urethra followed by the use of a skin graft to form the
epithelium of the neovagina [9].

• In the present case the sigmoid was used for the
neovagina. Sigmoid vaginoplasty is a complex procedure,
but it appears to be an attractive alternative with quick and
satisfactory anatomical and sexual results [1]. Indeed, this
operation allows an adequate vaginal length, the lack of
shrinkage and the natural lubrification provided by the
mucous production, which decreases the risk of
dyspareunia [2].

Cancers of the neovagina are considered as a rare
malignancy. To our knowledge this is the 24th case of
carcinoma arising in the neovagina of patients who present
vaginal agenesis, and the 2nd case in a sigmoid vaginoplasty
[10,11].

In the literature there is at least one case of cancer from
each most common method of surgical vaginoplasty. Liebrich C
reported a case of squamous cell carcinoma in a neovagina
which was constructed by Vecchietti procedure 28 years
earlier [12]. Similarly, there are cancers described in Davydov
and McIndoe procedures [13,14].

Hiroi reported a case of mucinous adenocarcinoma arising
in a neovagina using the sigmoid colon, 20 years after surgery
[11]. Just as in our case, the patient had complained of vaginal
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bleeding. Total resection of the neovagina and adjuvent
radiotherapy were performed.

There is also a case of a primary vaginal cancer in a patient
with MRKH syndrome who presented a bleeding from a blind
vaginal pouch [15]. It is a reminder that a cancer can also arise
in patients who did not have surgery, or just vaginal dilatation
by Franck’s method. Therefore, it is crucial not to overlook the
gynecological examinations of patients with MRKH, even if
they did not have a surgical vaginoplasty.

Schober JM has published a review of the world literature to
evaluate the different potential causes for the development of
a cancer in a neovagina [16]. It must be borne in mind that
tissue dysplasia may occur because the exogenous tissue, used
for a neovagina, is suddenly subjected to new contacts or
stresses. It can be, for instance, recurrent dilatation to keep
the vagina open, microabrasion and trauma from sexual
intercourse, reaction to semen and urine exposure, and
reaction from stool if a fistula occurs. Human papillomavirus
infection, which is sexually transmitted, is also known to
increase the risk of developing a cancer, such as cervical or
anal dysplasia. And yet it was not detected in the histology of
our patient, neither in the other case of a tumor arising from a
sigmoid vaginoplasty [11]. For this kind of surgery, chronic
inflammation and ulcerative colitis can be a risk factor for a
neovaginal carcinoma, even if in the present case the patient
did not have such symptoms.

Conclusion
In almost every case of cancer arising of the neovagina,

patients complain about vaginal bleeding. This underlines how
important gynecological examination is on patients with
MRKH, in particular patients who have undergone neovaginal
construction. Indeed every patient with chronic vaginal
bleeding has to undergo an endoscopic exploration with
potential biopsy.
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