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1 | INTRODUCTION
Tumors in the ovary are not uncommon and can gener-
ally be classified as epithelial, germ cell tumors, sex cord-
stromal tumors, and metastatic tumors.! Ovarian tumors
are termed “giant” if they are bigger than 20cm and are
rare these days because of early diagnosis and treatment.
Serous giant tumors are more common than the mucinous
subtype.” These giant tumors exert pressure over the adja-
cent organ systems and present likewise, with pressure/
compression symptoms more commonly on urinary/re-
spiratory s,ystems.3

Here, we report a rare case of a 30-year-old pre-
menopausal female patient with a giant mucinous
cystadenocarcinoma of 16 kilograms who presented
with huge abdominal enlargement and respiratory
embarrassment.
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Giant ovarian tumors are rare in the present day due to the early diagnosis and
treatment. However, owing to the large size, it can often compress the inferior
vena cava and sudden decompression of it during the removal can lead to hemo-
dynamic instability with disastrous outcomes.

giant ovarian neoplasm, mucinous cystadenocarcinoma

2 | CASE REPORT
A 30-year-old P;,; L, Tamang, non-alcoholic and non-
smoker, without any prior surgical or any family history
of breast and ovarian malignancy presented to our center
with a complaint of insidious onset, gradually progres-
sive lower abdominal distention, and amenorrhea for
6months. Following 2months, there was gross abdomi-
nal distention with bloating and loss of appetite. She had
acute shortness of breath for a week even at rest, more
in supine position along with weight loss when she pre-
sented to us. There was no history of nausea, vomiting,
fever, trauma to the abdomen, or per vaginal (PV) bleed
before the onset of the symptom.

On examination, she was pale and afebrile with a BP
of 100/60mmHg, pulse rate of 120bpm, respiratory rate
of 20 breaths per minute, and Sp0, of 94% in the room air.
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She had bilateral lower limb pitting edema. On inspection,
the abdomen was grossly distended with everted umbili-
cus and marked venous prominences with thinned-out
shiny skin. (Figure 1) On palpation, there was a firm pel-
vic mass extending to the xiphisternum with an ill-defined
margin. The fluid thrill was present suggestive of ascites.
Examination of the chest revealed bilateral decreased air
entry with crepitations. Examination of other systems was
unremarkable.

Blood counts were within normal limits; however, the
patient was anemic (Hemoglobin-9.8 gm/dl, PCV-27gm%).
Other blood investigations including tumor markers;
CEA and CA-125 were within normal limits. Beta-HCG
and alpha-fetoprotein were within normal limits along
with her urinalysis and urine culture. Transabdominal
USG revealed a large heterogeneous cystic solid mass
with multiple septations and mild vascularity measur-
ing 29cmx16cmXx10 cm arising from the left ovary.
With the suspicion of malignant pathology, CT of abdo-
men and pelvis was done which revealed a large abdom-
inopelvic complex cystic multiloculated mass measuring
35cmx30cm X 25 cm with variable attenuation with mass
effect on bowel and mild ascites suggesting a mucinous
cystadenocarcinoma along with bilateral pleural effusion
and lower lobe collapse. (Figure 2) Since a routine FNAC
is contraindicated in patients with suspected ovarian tu-
mors to prevent upstaging of disease, FNAC of the sus-
pected ovarian mass was not performed, and hence, she
was planned for a staging laparotomy by the team of treat-
ing gynecologists.

A midline vertical incision extending 5 cm above the
umbilicus was given. About 500ml straw-colored ascites
with huge mass were seen occupying the whole abdomen
from xiphisternum to pelvis arising from the left ovary. The
posterior wall of the mass was adherent to the omentum

FIGURE 1 Preoperative image shows grossly distended
abdomen with dilated veins

with multiple large feeding vessels and the anterior wall
with a transverse colon. The uterus was stretched and
flat. Cyst decompression was done from few locations.
Adhesiolysis was done to dissect mass from the omentum
and bowel. The giant ovarian mass was exteriorized, the
left salpingo-oophorectomy was done, and the hemostasis
was secured.

Grossly, the mass measured 42cm X 36 cm and weighed
approximately 16 kgs with irregular surface and congested
blood vessels. Cut sections showed multiloculated solid
and cystic areas with a smooth inner surface and muci-
nous fluid. (Figure 3) Histopathological examination
showed multiple cystic spaces lined by tumor cells ar-
ranged in tubules, papillae, and cribriform patterns. These
cells showed mucin-filled cells with nuclear stratification
and vesicular to hyperchromatic nuclei with prominent
nucleoli. Moderate nuclear pleomorphism with mitotic
count constituting 3 per HPF in mitotically active areas
was observed. (Figure 4).

The patient became hemodynamically unstable follow-
ing rapid decompression. Massive transfusion of seven
units of packed cells, six units of fresh frozen plasma,
and four liters of succinylated gelatin with seven liters of
Ringer's lactate during surgery. After 4h of surgery, she
was admitted to the intensive care unit (ICU) for cardio-
pulmonary support. She was critically ill with inotropic
support and ventilation. She died after 4 days of admission
in the ICU due to multiorgan failure.

3 | DISCUSSION
Most ovarian tumors are epithelial tumors. Mucinous
ovarian carcinoma (MOC) is a rare histotype of epithelial
ovarian cancer (EOC), with <5% of all EOC cases, and se-
rous histotype is the more common.* Ovarian cysts with
diameters between 10 and 20 cm are considered large.’

Ovarian neoplasms and cysts may present vaguely, and
with non-specific complaints such as difficulty breathing,
decreased appetite, heartburn, abdominal fullness, bloat-
ing, and/or pain abdomen, due to the compression effects
of the same. Our patient presented with increased urinary
frequency, probably owing to its mechanism of urinary
bladder compression. The complications of ovarian neo-
plasms range from torsion, rupture of an adnexal mass,
hemorrhage locally to pleural effusion, small bowel ob-
struction, venous thromboembolism, and even death.’ Our
patient was no exception presenting with an adnexal mass,
but without ascites. The abdomen was hard on palpation,
with no shifting dullness but a fluid thrill was present.

If a patient presents with large abdominal masses, a
wide range of diagnoses should be thought of, from nor-
mal physiological intrauterine pregnancy to pathological
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FIGURE 2 Axial CT scans show a large abdominopelvic cystic multiloculated mass with mass effect on the bowel suggestive of

mucinous cystadenocarcinoma

FIGURE 3
shows a huge mass arising from the ovary

Intra-operative image

and excised en-mass

fibromyomatosis, pelvic endometriosis, urinary reten-
tion, abdominal cysts, abdominal pregnancy, intestinal
tumors, hydronephrotic kidney, retroperitoneal tumors,
obesity, localized ascites, urachal cyst, mesenteric cyst,
abdominal cocoon, echinococcosis among many oth-
ers.” If cystic cavities from the ovary also delineate inner
nodules or masses, the findings indicate malignancy. In
our case too, the tumor was multilocular with diverse
inner solid masses, indicative of malignant lesion, and
histopathological examination confirmed the diagno-
sis of cystadenocarcinoma. Other malignant tumors
(anaplastic carcinoma, carcinosarcoma, fibrosarcoma,
rhabdomyosarcoma, undifferentiated sarcoma), mixed
nodules, and leiomyoma among others should also be
ruled out.!

Pelvic ultrasonography is the imaging modality of
choice in the initial evaluation of adnexal mass, and
serum CA-125 is used very frequently as a tumor marker
to evaluate the same. But benign conditions such as en-
dometriosis, adenomyosis, and PID can also cause eleva-
tion of CA-125.% Nonetheless, tumor markers play a vital
role in the workup of an adnexal mass, with carcinoem-
bryonic antigen (CEA), CA-125, and CA19-9 being more

likely elevated in MOC. CEA is expected to be elevated
more in MOC than in non-mucinous ovarian carcinoma.’
However, all the tumor markers were normal in our case.

Computed tomography (CT) scan is preferred to pelvic
ultrasonography for preoperative assessment as it also aids
in evaluating the extent of the disease. Primary mucinous
tumors of the ovary are expected to be unilateral and larger
(5-48cm). In T2 weighted MRI, cystic lesions appear mul-
tilocular with some solid parts (if present) appearing with
intermediate intensity, hyperintensity on DWI, and with a
type 3 enhancement curve.'® CT scans in our case showed
multilocular huge homogenous mass occupying the entire
abdomen with the size described earlier.

Approximately 7% of all ovarian tumors presenting as
primary origin are metastases, almost half of them are
bilateral. However, if the origin is assumed to be non-
ovarian, CA 125 (KU/L)/CEA (ng/ml) ratio is <26, and if
histopathological evaluation postoperatively suggests gas-
trointestinal origin, GI endoscopic examination (upper/
lower) is warranted."" Features favoring metastasis are
bilaterality, surface involvement, dirty necrosis, and vas-
cular invasion. Immunohistochemistry helps clear the
doubts regarding the origin of the tumor cells. Primary
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MOC:s are positive for Dpc4 and both CK7 and CK20, col-
orectal primaries for CK20 only, racemase and f-catenin,
pancreatic primaries for mesothelin, fascin, and prostate
stem cell antigen (PSCA), and breast primaries for CK7
only, estrogen receptors, and gross cystic disease fluid pro-
tein (GCDFP-15). P16 and in situ hybridization for HPV
can confirm endocervical origin.'*

Staging surgery is done for early epithelial ovarian
carcinomas and involves peritoneal washing for cytol-
ogy, removal of the uterus, bilateral fallopian tubes,
and bilateral ovaries, pelvic lymph nodes, para-aortic
lymph nodes, omentum, and obtaining multiple perito-
neal biopsies. Cytoreductive surgery, done for advanced
disease aims removal of all discernible disease and leav-
ing behind just microscopic residual tumor cells.*'*
Mucinous contents should not be spilled during surgery
while removing the ovary, as this might increase the
risk of recurrence.”” Retroperitoneal lymph nodes as-
sessment also falls under staging surgery, but the role of
systematic lymphadenectomy in early-stage MOC is not
confirmed.'® The patient underwent en-mass removal
of the tumor along with peritoneal washing and left
salpingo-oophorectomy.

The low prevalence of MOCs has allowed the regimen
used in all EOCs including MOC to be a combination of
carboplatin, platinum-based chemotherapy, and pacli-
taxel. 7 But, MOCs have been shown to be less responsive
to platinum-based therapy than serous histotypes."®

Large adnexal mass might compress the vena cava,
and its removal might predispose to hemodynamic issues.
Likewise, the removal of the mass can lead to pulmonary

FIGURE 4 Infiltrating tumor cells
arranged in tubules and cribriform pattern
(A, B). These mucin-filled cells showed
nuclear stratification and vesicular to
hyperchromatic nuclei (C) with a moderate
degree of nuclear pleomorphism (D)

edema and splanchnic vasodilation, increasing the likeli-
hood of further hemodynamic instability. Gentle removal
of the mass is suggested for preventing disastrous out-
comes.'® In our case, the sudden decompression of vena
cava might be the cause of hemodynamic instability.

More than 90% of the patients with early-stage MOC
live for Syears. However, in metastatic disease, the sur-
vival range lies between 12 and 30 months. Prognosis also
depends on the subtypes of MOCs, with infiltrative sub-
types carrying a poorer prognosis.20 Owing to multi-organ
failure, our patient passed away shortly. Thus, the disease-
free survival could not be assessed.

4 | CONCLUSION

Mucinous ovarian carcinoma is a rare histotype of ovarian
cancer. With this report, we emphasize on early diagnosis
and management of ovarian tumors before they are huge
to cause a surgical challenge and for a better postoperative
prognosis.
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