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Abstract

Ectopic pregnancy, a potentially life-threatening condition, represents 1-2% of all pregnancies. Tubal pregnancy represents
about 95% of the cases, but other locations can occur such as ovary, uterine cervix and abdominal cavity. Abdominal preg-
nancy is a rare event, seen in about 1.3% of ectopic pregnancies. We present a case of abdominal pregnancy located at the

Douglas pouch and superficially infiltrated the rectovaginal septum in a woman under intra-uterine device contraception.
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INTRODUCTION

ypical Meigs’ syndrome (MS), first described in

1937, is a rare syndrome that consists of 4 charac-
teristics: 1) presence ovarian fibroma, 2) ascites, 3) hy-
drothorax and 4) complete resolution of the clinical
picture after removal of the tumor'. When there is ab-
sence of hydrotorax is called atypical MS and when as-
sociated with other histological types is called pseu-
dosyndrome.

Its clinical relevance rests on the fact that it often
mimics the clinical presentation of ovarian cancer, es-
pecially when it occurs in postmenopausal women, due
to the higher incidence of this cancer in the 7 decade
of life?. Ovarian cancer is the 7™ most frequent cancer
in women worldwide and is the most lethal gyneco-
logic cancer. This is mostly related with the fact that
70-75% of all cases are diagnosed in advanced stages
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(ITI-1V), with a low five-year survival rate’.

When there is clinical and radiologic suspicion of
ovarian cancer, the evaluation of serum tumor mar-
kers is often performed in order to support the diffe-
rential diagnosis. Serum CA125 is the most widely
used tumor marker in this setting since it is increased
in 90% of stage II or higher ovary epithelial tumors’.
It is known that this tumor marker has low sensitivity
for the diagnosis of early stages of ovarian cancer*> and
that its diagnostic accuracy decreases significantly in
women of reproductive age since it is frequently in-
creased in different benign conditions such as inflam-
matory pelvic disease, endometriosis, uterine myomas
and adenomyosis*. However, in postmenopausal wo-
men, its sensitivity and specificity is substantially hi-
gher, making it a more useful marker in this popula-
tion of women’®.

Although there are some reported cases of MS in
postmenopausal women associated with an elevated
CA 125, the association with values above 1000 U/ml
is exceptional.

The authors present a case of MS with very high le-
vels of CA 125 as well as a review of the existing lite-
rature regarding the association between this benign
syndrome and extremely elevated levels of this tumor
marker in postmenopausal women.
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CASE DESCRIPTION

An 81-year-old nulliparous woman, presented in our
hospital with complaints of progressive dyspnoea, nau-
sea and vomiting with one week of duration. She also
referred pelvic pain, anorexia and loss of 10 Kg in the
previous 6 months. She had medical history of hyper-
tension and spontaneous menopause occurred at the
age of 51 years.

On physical examination, she was cachectic, with a
protuberant abdomen and a painless pelvic mass of
hard nodular consistency extending to the umbilicus
was found. Ascites was clinically evident. On pelvic
investigation, speculum examination showed no
abnormalities and pelvic bimanual examination re-
vealed a bulky pelvic mass, difficult to mobilize and to
determine its point of origin. Dullness to percussion
and decreased breath sounds were found on the right
lung field.

Chest radiography revealed a right moderate pleu-
ral effusion with no other abnormalities.

Abdominal and Pelvic ultrasound showed two bul-
ky solid masses with bossed contour in the pelvic ca-
vity, one with 136x113mm on a right paramedian lo-
cation and one more posterior and left sided with
82x60mm. Moderate amount of ascites fluid was des-
cribed. No other abnormal findings were described.
Magnetic Resonance revealed a significant amount of
free fluid in the pelvis and two voluminous pelvic
masses: the largest in anterior topography, measuring
136x77x118mm with lobulated heterogeneous con-
tour and central hypersignal area and the smallest

FIGURE 1. Magnetic Resonance showing two pelvic masses: the

largest in anterior topography, measuring 13 mm with lobulated
heterogeneous contour and the smallest measuring 85mm, in the
posterior cul-de-sac

298

(86x62x79mm) in the posterior cul-de-sac, with simi-
lar characteristics but associated with a cystic area of
40x48mm and hypointense areas suspected of prima-
ry adnexal atypia or eventual metastization (Figure 1).
Endoscopy and colonoscopy were normal. Blood tests
showed no abnormal results other than extremely ele-
vated values of serum CA125: 1172 U/ml (normal va-
lue <35 U/ml). Serum levels of both Carcinoembrionic
antigen and CA 19.9 were normal.

Thoracocentesis, with drainage of 900 ml of clear
fluid, and pleural biopsy were performed. Both results
were negative for malignancy. On the basis of clinical
suspicion of ovarian malignancy an exploratory la-
parotomy was performed. We found a significant
amount of serous ascites (1000 ml) and two solid ova-
rian masses, both lobulated and with whitish appea-
rance: the left one with 14cm and the right one with
8cm (Figure 2). Bilateral adnexectomy was performed
and intra-operative frozen section examination re-
vealed histological characteristics compatible with bi-
lateral ovarian fibroma. There were no signs of
malignancy in the remaining pelvic or abdominal or-
gans.

Final histological report confirmed the presence of
bilateral fibroma of the ovary and cytological analysis
of ascitic fluid showed no signs of malignancy. The as-
cites and pleural effusion completely disappeared fol-
lowing surgery and the patient recovered well.

CA 125 was 30 U/ml 2 months after surgery and
the patient was asymptomatic one year after surgery.

DISCUSSION

The clinical approach of pelvic masses is one of the
greatest diagnostic challenges in gynecology with the
majority of cases corresponding to benign tumors’.

However, in clinical practice, the presence of ano-
rexia, weight loss, adnexal tumor, ascites and
hydrothorax in a postmenopausal woman, especially
when associated with increased CA 125 values, are
strongly suggestive of ovarian cancer®.

Despite this, it is extremely important to remember
that, although rare, some benign conditions, like MS,
can mimic the clinical presentation of ovarian
malignancy. Even so, given the importance of ovarian
cancer, MS is always a diagnosis of exclusion, done
only when malignancy has been ruled out. Since its
first description in 1937", MS cases have been report-
ed in several publications with ovarian fibroma being
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FIGURE 2. Macroscopic appearance of ovarian masses. A-Left ovarian fibroma with lobulated surface and B- Right ovarian Fibroma with
lobulated surface

the most common type of tumor associated with this
syndrome’®. Ovarian fibroma is a rare benign tumor,
accounting for 2-5% of ovarian tumors and its more
common in women of reproductive age®. In the vast
majority of cases, it appears as a unilateral mass”® but
it may also appear as bilateral mass as presented in this
case. Given its benignity, the adnexectomy is sufficient
for treatment. However, when it occurs associated with
ascites (10-15%) and hydrothorax (1%)?, a clinical sus-
picion of malignant disease is raised and there is often
a tendency to perform a more invasive treatment”',
with a consequent increased risk of morbidity. This cli-
nical case corroborates the relevance of performing in-
tra-operative frozen section examination since it al-
lows the differential diagnosis between benign and ma-
lignant disease, making possible to adapt the aggressi-
veness of the surgery to the patient disease.

Although MS has been known for more than 70
years, its etiopathogenesis remains incompletely un-
derstood.The cause of pleural effusion is also unclear
but it is thought to be associated with the shift of as-
citic fluid through the transdiaphragmatic lymphatic
channels'.

In 1989, a case of MS associated with high level of
CA125 was published for the first time’, with an im-
portant subsequent number of publications docu-
menting this association after this. However, most of
these cases refer to premenopausal women, being this
association much less frequent in postmenopausal wo-
men. In addition, in cases in which this association is
described in postmenopausal women, the elevation of
serum CA 125 is generally small to moderate, and its
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association with values above 1000 U/ ml is very rare.
Of all the published cases of MS in postmenopausal
women with elevated serum levels of CA125, only 9
reported values greater than 1000 (Table 1).

CA 125, initially described in 1983, is the most
widely used tumor marker in the approach of the adne-
xal masses, not only for its diagnosis but also for its fol-
low-up*®. It is a transmembrane glycoprotein that de-
rives from the coelomic and mullerian epithelium, and
can therefore be increased in diseases affecting the peri-
cardium, pleura, peritoneum, epithelium of the fallo-
pian tubes, ovaries, endometrium and endocervix*.

For this reason, there are different gynecological
conditions, malignant and benign, that can be associa-
ted with increased values of this marker although the
elevations found in the benign conditions of the ovary
are generally small to moderate **. Extremely high va-
lues of this tumor marker are suggestive of malignant
disease, especially in postmenopausal women, where
the sensitivity and specificity of this marker is signifi-
cantly higher than in premenopausal women (80% and
88% versus 63% and 70 %, respectively)*’.

The precise mechanism by which this marker in-
creases is still not fully understood. It may be due to in-
creased production by the tumor itself or to inflamma-
tion of peritoneum cells'#°. Some recent studies suggest
that this increase is more related to the volume of as-
cites than to the production by the tumor itself*!°. This
case report underlines the importance of a thorough
differential diagnosis of ovarian tumors in postmeno-
pausal women, even when all the findings point to a
malignant etiology. In these cases, surgery must be per-
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TABLE I. REPORTED CASES OF POSTMENOPAUSAL MEIGS’ SYNDROME WITH CA 125 LEVELS ABOVE 1000 U/ML
Number Age CA 125 Tumor

Authors Year of cases (years) (U/ml) size (cm) Histopathology Ascite volume

Walker et al. (12) 1990 2 52/67 >5000/104 16/18 Cellular Fibroma 4500/3000

Lin net al. (13) 1992 2 74/72 2120/7000 12/14 Fibroma 7000/6000

Siddiqui et al.(10) 1995 1 73 1780 15 Cellular Fibroma -

Patsner (11) 2000 6 62/57/52/ | 185/850/520/ | 10/14/16/ Fibroma 300/1000/1500/

60/72/58 | 64/1200/80/ = 1418/18 100/1500/100

Renaud et al. (14) 2002 1 57 1750 14 Thecoma 9000

Jung t al. (15) 2006 1 50 1476 18 Slerosing =
Stromal Tumor

Banjapijal et al. (8) | 2007 1 56 1064 14 Fibroma 2500

Costa et al. (16) 2010 1 63 2168 5 Slerosing 8000
Stromal Tumor

Danilos et al. (9) 2015 1 50 2310 13 Fibrothecoma 4000

Current report 2016 1 81 1172 14/8 Fibroma 1000

formed in centers with specialized teams, prepared for
complete oncological surgery.

The association between adnexal tumor, ascites, hy-
drothorax, and elevated serum CA 125 in a post-
menopausal woman is highly suggestive of advanced
ovarian cancer®'. Therefore the relevance of reporting
this case rests not only on the importance of recalling
that a small percentage of women with these charac-
teristics actually have a benign disease but also for un-
derlining the lack of accuracy of CA 125, even in post-
menopausal women, noting the importance of its care-
ful use and interpretation.

Since 1989, very few cases of postmenopausal
women with MS and elevated serum CA 125 have been
published, with only 9 cases reporting a CA 125
greater than 1000 U/ml. We emphasize the fact that
the literature review carried out in the presenting arti-
cle is the first to focus only in postmenopausal women,
where the sensitivity and specificity of this tumor
marker is expected to be higher for malignancy. In ad-
dition, the case described is only the second one found
in the literature of bilateral ovarian fibroma associated
with MS.
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