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ABSTRACT

Meigs' syndrome is defined as the triad of benign ovarian tumor, pleural effusion
and ascites, a rare clinical condition that is treated with tumor resection. Same
characteristics may occur in cases of malignant tumors, that add a notable increase
in antigen CA-125 serum levels, constituting the pseudo-Meigs syndrome. They have
been known for many years, but their pathophysiology remains unclear. We report
the case of a pseudo-Meigs syndrome, and a brief bibliography review of the most
important characteristics of these syndromes is performed.
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RESUMEN

Definimos sindrome de Meigs como la triada de tumor ovarico benigno, derrame
pleural y ascitis, una condicién clinica rara que se resuelve con la reseccién del
tumor. Estas mismas caracteristicas pueden presentarse en el sindrome de pseudo-
Meigs que se asocia a tumores malignos, que agregan un aumento importante de los
niveles del marcador CA-125. Es conocido por muchos afios, pero su fisiopatologia
aun no esta clara. Se presenta un caso de sindrome pseudo-Meigs y se hace una
breve revision bibliogréafica de sus caracteristicas mas importantes.

Palabras clave. Sindrome de Meigs, Tumor de células de la granulosa, Antigeno CA-
125.

INTRODUCTION

In 1934, Salmon described the association between pleural effusion and
benign pelvic tumors for the first time™. In 1937, Joe Vincent Meigs start-
ed case descriptions for his book ‘Tumors of the Female Pelvic Organs’,
in which some types of ovarian tumors were associated to ascites and
pleural effusion. This union of clinical signs has since been known as
Meigs’ Syndrome?,

Meigs’ Syndrome consists of an association of a benign ovarian tumor
(fibroma, thecoma) with ascites and pleural effusion, in which these
manifestations are resolved after the extraction of the tumor®,

Pseudo-Meigs syndrome is defined as the association of ascites and
pleural effusion with other benign ovarian tumors (teratomas, cysts,
tubal papilloma), malignant tumors (granulosa cell tumor, papillary cys-
tadenoma, Krukenberg tumor, carcinoma, fibrosarcoma) and even uter-
ine leiomyomas?. Although rare, most cases of pseudo-Meigs consist
in a conjunction made up by a malignant ovarian tumor, ascites and
pleural effusion which does not get resolved with the extraction of the
tumor®,

A differential diagnosis must include pseudo-pseudo-Meigs' syndrome,
in which cavity effusions with an elevated concentration of CA-125 are
related to systemic lupus erythematosus. Therefore, an elevated con-
centration of CA-125 can be found in Meigs', pseudo-Meigs’ and pseu-
do-pseudo-Meigs’ syndromes; however, this tumoral marker is usually
a sign of a malignant ovarian tumor®»),
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The description of a case of pseudo-Meigs’ syn-
drome caused by a granulosa cell tumor with el-
evated CA-125 levels follows.

CASE REPORT

53-year old patient with a tumor in the right il-
iac fossa, of 6 months evolution, fast growth,
painless, showing an accentuated abdominal
perimeter in the last 3 months; and transvaginal
bleeding for one-month, in small amounts, red-
brown, painless. History of arterial hypertension
and diabetes mellitus for the past two years and
subclinical hypothyroidism of one-month evolu-
tion. History of 6 pregnancies, 4 labors, 2 miscar-
riages and menopause at age 49.

At first physical examination the patient was sta-
ble, had an arterial pressure of 130/90 mmHg,
cardiac frequency of 73 bpm, oxygen saturation
of 93%, height 1,51 m, 174 cm abdominal perim-
eter. Ambulation was limited and required mobi-
lization on a wheelchair. Pulmonary auscultation
showed diminished vesicular murmur and dull
percussion in the right pulmonary base. Abdom-
inal palpation evidenced a positive fluid wave
test and a tumor of approximately 20 x 20 cm,
well defined, movable, painless, not attached to
the dep planes. The gynecologic examination
showed hematic rests in the vaginal canal, cen-
tral, well formed, pink cervix, active bleeding in
small amount, without apparent lesions.

The hemogram results showed normal blood
chemistry, coagulation times and thyroid tests.
The thoracic X-ray confirmed the right pleural ef-
fusion which encompassed approximately 80%
(Figure 1). The abdominal tomography informed
of a predominantly solid heterogenous mass
with liquid areas, the solid part with enhance-
ment to administration of +20 UH contrast medi-
um, size 15x 15 x 16 cm, in intimate relation with
the right adnexa and the uterus, and extending
to the mesogastrium. Presence of abundant lig-
uid -more than 2 000 mL- in the abdominal cav-
ity. Peritoneal implants could not be ruled out.
CA-125 tumor levels were 1 652 U/mL. During
hospitalization, the patient showed deteriora-
tion of the respiratory function secondary to the
cavity spillage, despite several decompressive
thoracotomies. A sample sent for study showed
leukocyte transudate. The microbiologic cul-
tures were negative and cytology was negative
for neoplastic cells.
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FIGURE 1. RIGHT PLEURAL EFFUSION.

An exploratory laparotomy was conducted with
findings of a right ovary giant tumor (Figure 2),
solid-cystic, encapsulated, wide cleavage plane,
with a large orifice in the capsule that drained
abundant serous fluid, probably contributing to
ascites. No evidence of peritoneal carcinomato-
sis was found. 3 500 mL of fluids were removed
from the peritoneal cavity. The patient present-
ed sustained hypotension, regardless the ade-
quate fluid management and administration of
blood products. Therefore, the surgical proce-
dure was limited to right salpingo-oophorecto-
my. The ovary pathology report was of a giant
granulosa cell tumor size 26 x 24 x 14 cm, 4 200
g, with abundant PAS-positive cells arranged in
rosettes (Call-Exner bodies) in all cuts, brown
surface with yellowish zones, vascularized; when
cut, the cavity was uniloculated, with several sol-
id areas of meaty appearance. On one side, a
fragment of the fallopian tube was found with

FIGURE 2. RIGHT OVARY GIANT TUMOR.



Pseudo-Meigs syndrome due to granulosa cell tumor g

presence of focal necrosis and evidence of infil-
tration to the capsule, without going through it.
Cytology of the peritoneal fluid was negative for
neoplastic cells.

Regardless of the suboptimal surgery due to
the bad intraoperative status of the patient, the
pleural effusion resolved progressively and the
ascites did not recur, with evident improvement
of the functional state. The patient was referred
to the medical oncology service, where she re-
ceived of cycle of chemotherapy with cisplantin,
etoposide and bleomycin.

One year after surgery and 10 months after
chemotherapy, the patient is completely recov-
ered. Control abdominal tomography showed
no evidence of recurrence or of local or distant
metastasis. She will be further followed by the
oncology service.

Due to the state of emergency and quarantine at
national level due to Covid-19, it was not possible
to obtain images of the histological sections.

DiscussioN

The combination of ascites and elevated levels
of CA-125 in a postmenopausal patient increas-
es the suspicion of a malignant ovarian tumor®,
The tumor histology confirmed the diagnosis of
pseudo-Meigs syndrome. In Meigs' syndrome,
pleural effusion and ascites disappear after re-
moval of the tumor, a phenomenon that does
not usually occur in pseudo-Meigs syndrome,
because it includes malignant tumors with peri-
toneal carcinomatosis®”. The main tumors relat-
ed to pseudo-Meigs syndrome are carcinomas,
cystadenocarcinomas, granulosa cell tumors
and fibrosarcomas.

Granulosa cell tumors derive from stromal tis-
sues of the sexual cords and are characterized
by great hormonal activity, low malignant po-
tential, late recurrences and small rate of distant
metastasis. They represent 2 to 6% of ovarian
neoplasms and 70% of stromal tumors of the
sexual cords®.

After suspicions arise, imaging studies allow a
better approximation to definite diagnostic. To-
mography is one of the most used techniques.

The radiologic image of the granulosa cell tumor
is difficult to differentiate from other adnexal
or pelvic tumors, as these vary from solid, het-
erogeneous or homogeneous to other unilocu-
lar or multilocular, with different wall thickness.
The granulosa cell tumors usually develop as
solid-cystic masses, unilateral, polylobulated,
with intratumoral hemorrhagic necrotic regions
in central areas, fibroid degeneration, calcifi-
cations, septa, papillary structures and a solid,
heterogeneous large size appearance, 1 to 30 cm
in diameter. This hinders differential diagnosis
with cystadenoma, cystadenocarcinomas, other
ovarian neoplasms or uterine sarcomas®.

The treatment of choice is complete surgical re-
section, associated to chemotherapy or adjuvant
hormonal therapy, although only systemic ther-
apy appears to have a considerable response,
even though partial, and elevated remission
rates (50%).

Recurrence rate is 9-35%, mostly during the first
10 years after diagnosis, and low chance of de-
veloping distant metastasis (5 to 6%)®.

CA-125 antigen is a glycoprotein with origin in
the epithelium of the fallopian tubes, endome-
trium, pleural mesothelium, peritoneum and
pericardium. It is generally associated to malig-
nant ovarian tumors, but can also be elevated in
presence of benign tumors®. It can also raise
during menstruation, pregnancy, endometrio-
sis, peritonitis or liver cirrhosis.

We conclude that etiopathology of cavity spilling
is important, but its presence mechanisms are
still controversial. Hypotheses include the pas-
sage of ascitic fluid through diaphragmatic or
lymphatic holes, as well as an increase in capil-
lary permeability caused by the endothelial vas-
cular growth factor - VEGF or proinflammatory
cytokines. Pleural transudates could be caused
by local changes in hydrostatic or oncotic pres-
sure®.
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