| ¥ Case Report

Vaginal Endometrial Stroma Sarcoma: A Case Report of A Rare Disease

Abstract

Vaginal endometrial stromal sarcoma (VESS) arising in the vagina is an extremely rare extrauterine
endometrial stromal sarcoma, Stroma Sarcoma. To the best of our knowledge, there have been
only a few reported cases in the literature. Therefore, we herein report a case of VESS originating
in the vagina. A 27-year-old woman complained of heavy and intermittent vaginal bleeding and
abdominal swelling all of six months duration. A mass that was firm to hard in consistency was
found in the middle and upper segments of the anterior, right lateral, and posterior fornices and
wall of the vagina. An excisional biopsy was taken and the immunohistochemistry result revealed
VESS. A cystoscopy was done which revealed polypoid metastatic nodules in the bladder (this put
the stage of the disease at I'V). She also had laparotomy following features of mechanical obstruction
from previous pelvic and intraperitoneal adhesions which were formed from previous laparotomy.
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Introduction

Endometrial stromal sarcoma (ESS) is a
rare neoplasm, it accounts for only 0.2%
of all uterine malignancies.!! It is even less
likely to be found in extrauterine sites such
as the vaginal. In a few cases, ESS arise
primarily in extrauterine sites such as pelvic
cavity, ovary, abdominal cavity, fallopian
tube, retroperitoneum, vagina, and vulva,?
of the above extrauterine sites, the vagina
is an extremely rare site. To the best of our
knowledge, current literature has shown
that only 13 cases of extrauterine ESS have
been reported.!!

The initial planned total abdominal
hysterectomy (TAH) and partial
vaginectomy were shelved. An excision of
the suspicious areas of the myometrium, the
endometrium and the right ovary did not
reveal any ESS lesion. She was eventually
referred to another teaching hospital that
has the facilities for radiotherapy to have
combined chemoradiation treatment.
The diagnosis of vaginal endometrial
stromal sarcoma (VESS) largely depends
on pathological examination of specimens
taken from the mass because it has no typical
symptoms. The mainstay of treatment for
VESS is surgery, however, the following
may also be incorporated: chemotherapy,
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radiotherapy, and hormonal therapy. The
prognostic factors for VESS may include
the tumour stage and the expression of
hormonal receptors.

Case Report

A 27-year-old P*' was admitted to our
hospital following presenting complaints of
intermittent heavy and prolonged vaginal
bleeding and a pelvic mass of six months
duration. She also had symptoms suggestive
of a partial mechanical intestinal obstruction
and cannot have sexual intercourse due to
pain and per vaginal bleeding. She had
received about 20 pints of blood in two
different hospitals prior to presentation in
our hospital. Her past medical history was
not contributory. She had two doses of
goserelin injection (3.6 mg), and laparotomy
prior to presentation following a provisional
diagnosis of uterine fibroids and cervical
fibroid polyp.

Clinical examination revealed a young lady
who was in mild intermittent painful distress;
she was not pale and not dehydrated. The
abdomen was mildly distended. A 14-week-
sized abdomino-pelvic mass was palpated.
Bowel sounds were present but hypoactive,
vaginal examination revealed a lobulated
hard, broad-based mass with nodular
surface, it measured about 12¢cm X 12cm X
12cm. The mass involved the anterior, right
lateral and posterior fornix of the vagina. It
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displaced the external cervical OS to the left lateral fornix.
It infiltrated deep into the pelvis. It did not bleed easily
with contact. A digital rectal examination revealed that
there were no thickened or irregular rectal mucosa and the
gloved finger was not stained with blood.

The following investigations were done with their outcomes
also noted as stated here. Full blood count, normal
parameters, serum, electrolyte, urea and creatinine, and
chloride were all mildly elevated, the other parameters
were normal. Abdominal X-ray, erect and supine revealed
features of partial intestinal obstruction from adhesive
bands. Intravenous Urography revealed an abdominal-
pelvic mass with left hydronephrosis (grade 1V) with a
non-functional right kidney (grade V) hydronephrosis.
A computed tomography scan (CT scan) of the abdomen and
pelvis revealed uterine fibroid with bilateral hydronephrosis
and hydroureters (worst on the right). An abdominopelvic
ultrasound scan (USS) revealed a bulky uterus with multiple
fibroid seedlings, severe bilateral grade 4 hydronephrosis,
and severe hydroureters, which was worst on the right
side. Adult renal scintigraphy revealed evidence of global
renal dysfunction with essentially a non-functional right
kidney, the hydronephrotic left kidney showed relatively
good function but very poor clearance. A chest X-ray,
posterior—anterior view, showed normal findings.

The following provisional diagnoses were made-vaginal
mass? Cause to rule out cervical fibroid polyp, multiple
uterine fibroids, pressure effects of the vaginal and uterine
masses on both the ureters and kidneys, and partial
mechanical intestinal obstruction. She was counselled on
the need to have a cystoscopy, biopsy of the vaginal mass
and laparotomy. Two pints of whole blood were grouped
and cross-matched and made available for the surgery.

Findings at cystoscopy revealed multiple polypoid masses
in the bladder wall, that made it impossible to visualise the
ureteric orifices. Thus the stenting of both ureters could
not be done. The vaginal mass earlier described was seen
and an excisional biopsy was taken at four different sites.
At laparotomy, a well-healed Pfannenstiel incisional scar
was seen. There were moderate pelvic and intraperitoneal
adhesions. The bowel loops were mildly dilated because of
a constrictive adhesion band that involved about 12 cm of
the ileum, with the involved segments looking pale. The
uterus was about 14 weeks in size and was firm to hard
in consistency with diffuse infiltrative lesions. There were
no uterine fibroids nor obvious uterine masses seen. Both
fallopian tubes were buried in adhesions but both ovaries
looked healthy. An excisional biopsy of the suspicious parts
of the myometrium and the endometrium was taken but
histology revealed no features of endometriosis, adenomyosis
nor any other pathology in the uterus. Intestinal resection
and anastomosis were done, post-operatively she did well.
The result of immunohistochemistry on a sample from the
vaginal mass confirmed ESS.

Figure 1: Vaginal mass as seen on speculum examination

She was subsequently counselled and was discharged
and referred to another hospital with facilities to offer
radiotherapy, chemotherapy, and hormonal therapy.

The histological sections showed a tumour consisting of
small primitive hyperchromatic cells which are scattered
with some fibres showing a cartwheel pattern. The tumour
cells are hyperchromatic with round to oval nuclei,
eosinophilic granular cytoplasms and resembling tennis
rackets. These cells are disposed of within a myxoid stroma
with oedema and inflammatory cells in other areas beneath
the overlying epithelium. Mitotic figures are few <3/10 hpf.
There are focal areas containing atypical cells. Histological
sections from the vaginal tissue show similar malignant
mesenchymal tumours composed of spindle-shaped cells.
They are arranged in basket weave appearances. The cells
have fusiform nuclei and elongated cytoplasm.

The result from the immunohistochemistry was as follows:
SMA-—Strong diffuse reactivity. Myogenin—Mild diffuse
reactivity. Desmin—Nonreactive. EMA—Faint, non-
specific reactivity. S100—nonreactive. Synaptophysin—
nonreactive. Ki 67—Reactivity in <10% of the tumour
and is perivascular. CD34—Strong positive vascular
background, negative for the spindle cell component. Thus,
the diagnosis from the immunohistochemistry was that of
an extrauterine ESS [Figures 1-3].

Discussion

ESS is said to be a rare and malignant mesenchymal
tumour of the uterus, it accounts for about 0.50% of all
uterine malignancies and 10% of all uterine sarcomas.t
The most recent (2014) World Health Organization
Classification of endometrial stromal tumour is in four
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Figure 2: Polypoid metastatic masses into the bladder from VESS as seen
during Cystoscopy

categories: Endometrial Stromal Node (ESN), low-
grade ESS (LG-ESS), high-grade ESS (HG-ESS) and
undifferentiated uterine sarcoma.™ Our patient falls under
HG-ESS. VESS are classified using the same classification
of endometrial stromal tumour above. The presence of
distinct translocations as well as tumour morphology
and prognosis defines these categories. Specifically,
the JAZFI-SUZ 12 fusion identifies a large proportion
of ESN and LG-ESSs, whereas the YWHAE—FAM
22 translocation identifies HG-ESSs. The latter tumour
appears to have a prognosis intermediate between LG-
ESS and UUS, which exhibits no specific translocation
pattern. The histological morphology of VESS is
very similar to some other tumours. There is therefore
always a need for comprehensive analysis of multiple
immunohistochemical markers, such as desmin, SMA,
CD34, CD117, Ki67, VIM, EMA, BCL2, CK, S100,
Caldesmon, Calponin, CD10, ER, PR, STAT 6, CD99, and
Cyclin D is needed to different it from other disease. In LE-
ESS ER, PR, CD10, and vimentin are usually positive.
In our patient the following immunohistochemical
markers were used and their outcomes are as follows:
SMA-—Strong diffuse reactivity, myogenin—Mild diffuse
reactivity, Desmin—Nonreactive, EMA—Faint, non-
specific reactivity, SI00—nonreactive, synaptophysin—
nonreactive, Ki67—reactivity <10% of the tumour
and is perivascular CD34—Strong positive vascular
background negative for the spindle cell component.
Extrauterine Stromal Sarcoma can occur at the following
sites, pelvic cavity, ovary, abdominal cavity fallopian
tube, retroperitoneum, vulva, and vagina.?’ Of these
extrauterine sites, the vagina is an extremely rare site. To
the best of our knowledge, only 13 cases of VESS have so
far been reported.l! Our case is therefore the fourteenth.

Where the extrauterine ESS tumour cells originate from
is yet unknown. The finding of endometriotic foci in the
vicinity of the neoplasm in the majority of extrauterine
ESS cases and the presence of endometriosis could explain
the occurrence of this tumour in extrauterine sites such as
fallopian tubes, ovaries, and pelvic peritoneum, according
to the hypothesis of secondary mullerian system./ The
above hypothesis suggests that the mesenchymal cells
present in tissues derived from the coelomic epithelium
have the potential to differentiate into mullerian-type
epithelium and stromal such as endometriosis tissue. An
alternative possible origin for the tumour in the absence
of endometriosis is the primitive cells of the pelvis and
retroperitoneum.”” Above two possible theories cannot be
applied to extrauterine Stromal Sarcoma occurring in sites
such as vulva and vagina without foci of endometriosis as
was found in our case. About 4 out of 5 cases of VESS are
not associated with endometriosis. Herein lies the need for
further interrogation as to the pathogenesis of VESS."

VESS has no specific symptoms, however, the symptoms
include vaginal mass, vaginal bleeding, vaginal discharge,
pelvic mass, increasing abdominal girth, abdominal
discomfort, and pelvic pain. Our patient presented with
symptoms of vaginal bleeding, vaginal mass, pelvic
mass, pelvic pain, and the symptoms of partial intestinal
obstruction. The diagnosis of VESS depends on pathological
examination after ruling out metastatic ESS.! The samples
that were taken from our patient’s endometrium and
myometrium did not reveal ESS. Immunohistochemistry
is most often what is used to differentiate it from other
extrauterine tumours.”! Vaginal endometrial Sarcoma
must be diagnosed after excluding metastatic ESS.®l This
was ruled out in our case. VESS is mostly LG-ESS.l"
None of the immunohistochemical markers is specific
for the diagnosis of ESS, CDI10 staining is consistently
positive in most ESS cases, as demonstrated in a recent
study, which included 17 ESS cases, 94% of them had a
positive staining.’! In our patient it was CD34 that had a
strong positivity with SMA also having a strong diffuse
reactivity, myogenin had a mild diffuse reactivity while Ki
67 was reactive in <10% of the tumour. EMA had a faint
non-specific reactivity. Desmin, S100 and synaptophysin
were all nonreactive.

VESS is a rare tumour, as such there is as of now no
consensus on its treatment. The same guidelines for
treating ESS are followed. For patients with early-stage
disease or desire for future fertility, excision of local
lesions is usually performed. There has been a report of
one patient who achieved a successful pregnancy after
hysteroscopic resection of the tumour.”!'” TAH and
Bilateral Sulpingoophorectomy are usually performed for
patients with advanced clinical-stage disease. Some experts
favour ovarian sparing surgery for young patients with
early disease, bilateral salpingophorectomy did not appear
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Figure 3: (A) Mesenchymal tumour nodule. H & E x4 (B) Diffuse array of spindle cells. H &E x10 tumour (C) Mesenchymal tumour with relatively low-grade
nuclear features. H& E x20 (D) Strong reactivity for SM at x10 (E) Faint reactivity for EMA at x10 (F) mild reactivity for MYO at x20 (G) Faint reactivity for
Ki 67 (H) No reactivity for CD34 at x20 (I) No reactivity for S100 at x20

236 Journal of the West African College of Surgeons | Volume 14 | Issue 2 | April-dune 2024



Nongo, et al.: Vaginal endometrial stroma sarcoma

to affect the time to recurrence or overall survival in stage
I LG-ESS.M Our patient had stage IV advanced VESS, that
had already metastasized to the bladder.

Therefore, the option of surgery was deemed not to be very
feasible for her, and as such she was referred to another
hospital that has the facilities to offer her chemoradiation
and if needed hormonal therapy.

Adjuvant therapy involves radiotherapy, chemotherapy,
and hormonal therapy. Opinions are divided but some
claim that surgery and radiotherapy is the most effective
treatment for ESS." Our patient was referred to benefit
from a possible combination of chemotherapy and
radiotherapy, because of the advanced stage of her disease
(stage IV).

Chemotherapeutic drugs that are used in the treatment
of ESS include cyclophosphamide, cisplatin, Ifosfamide,
epirubicin, and others.'¥y Hormonal therapy was reported
to have a favourable survival outcome in ER/PR-positive
ESS.'M Hormonal therapy is also used as an alternative
mode of treatment for patients who desire fertility.[!¥
Megestrol acetate has been used with spontaneous
pregnancy achieved.!') Our patient being 27 years old Po*!
unmarried and with advanced disease may benefit from
hormonal therapy. The prognosis of VESS is dependent
on the stage of the disease and the expression of hormonal
receptors ER and PR.I%!"T Advanced stage of the disease
was associated with poor prognosis whereas the presence
of hormonal receptors is significantly associated with
improved overall survival.l'*!”! Extrauterine ESS is a rare
disease and LG extrauterine ESS (LG-EESS) has a good
prognosis. Surgery remains the available treatment for
patients. LG-EESS has a risk of late recurrence, which
requires a long-term follow-up. With a limited sample size,
our study shows optimal tumour reductive surgery and
adjuvant hormone therapy may significantly reduce the
risk of recurrence.'¥

Conclusion

VESS is a very rare disease. It has no documented classic
symptoms for accurate diagnosis, immunohistochemistry
is needed. There is as of now no known optimal treatment
however, surgery is highly recommended. Other treatment
options, such as chemotherapy, radiotherapy, and
hormonal therapy may be cautiously used. The prognostic
factors for VESS are the tumour stage and expression of
the hormonal receptors. In view of the few numbers of
the reported cases of VESS, further research into this
disease is needed.
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