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ABSTRACT

Ovarian germ cell tumours constitute 5% of all ovarian cancers. During the natural course and treatment of these tumours ,
there may be more unusual cases. One of them is gliomatosis peritonei, which is characterised by the spread of glial cells on
the peritoneal surfaces, while the other one is growing teratoma syndrome characterised by the rapid growth of benign compo-
nent and loss or shrinkage of the malignant component in response to systemic chemotherapy during the treatment of germ
cell tumours. Herein, we present a case of coexistence of gliomatosis peritonei and growing teratoma syndrome during the treat-

ment of a 29-year female with immature ovarian teratoma.
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INTRODUCTION

Ovarian germ cell tumours (GCTs) constitute 5% of all ovarian
cancers.' Gliomatosis peritonei (GP) is a rare clinical condition
which occurs with the spread of neuroectodermal plate origi-
nated glial cells to the peritoneal surfaces. This entity may be
confusedwith peritoneal carcinomatosis orperitonealtubercu-
losis. It is associated with mature teratoma (MT) or immature
teratoma (IT) of the ovary and surgery is accepted as the
primary treatment.” Growing teratoma syndrome (GTS) is
another rare condition, characterised by the rapid growth of
the benign teratoma component in contrast to the regression
of the malignant component during treatment of GCTs. GTS
and GP coexistence is reported to be even rarer in the litera-
ture.” Herein, we share a case of GTS and accompanying GP
that developed during systemic chemotherapy in a 29-year
female diagnosed with IT at 16 weeks of pregnancy.
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CASE REPORT

A 29-year woman without any history of malignancy, family
history, gestational history or co-morbidity presented to a
gynaecologist with abdominal distension at 16" week of preg-
nancy. Magnetic resonance imaging (MRI) revealed a 10 cm
massoriginating fromtheleftovary with solid and cystic compo-
nents, which was confirmed at laparoscopic examination
(Figure 1). Left oophorectomy with aspiration of cystic compo-
nentwas performed during laparoscopy which demonstrated IT
in frozen sections. After an uneventful pregnancy period, a left
adnexal recurrent mass was found during the cesarean section
which provedtobe MT on biopsy. Two months after herdelivery,
she was referred to our medical oncology clinic with increasing
abdominal distension. Abdominopelvic MRl revealed a 19.5 cm
heterogenous mass in the pelvis with accompanying ascites
(Figure 2a). Thoracic contrast-enhanced computed tomog-
raphy was normal. In laboratory examination, alpha-fetopro-
tein (AFP), beta human chorionic gonadotropin (hCG) and
lactate dehydrogenase (LDH) levels were; 537 ng/mL (normal:
10-20 ng/mL), 0.6 mIU/ml (normal: 0-10 mIU/ml) and 164 U/L
(normal: 140-280 U/L). A high AFP level was thought to be
related to the yolk sac component accompanying MT. There-
fore, systemic chemotherapy was planned. In the pulmonary
function tests, FEV1/FVC was found to be 74% and obstructive
pulmonary disease was suspected. Considering the toxic
effects of bleomycin, chemotherapy was initiated with cisplatin
and etoposide. On the 10" day of the first course of
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chemotherapy, the patient developed grade 3 hyponatremia,
grade 3 nausea, and vomiting. The second course of
chemotherapy was given with 15% dose reduction. The patient
complainedofabdominaldistension,abdominalpain,andshort-
ness of breath when she presented for the third course of
chemotherapy. Onphysical examination, severe distentionand
diffuse dullness were detected in the abdomen. Abdominal MRI
showedanincreaseinthesize of massupto 27 cmand new peri-
toneal implants (Figure 2b). The patient, whose AFP, beta-hCG,
and LDH values were within normal range, was operated on
considering GTS.

N

Figure 1: MRIshowingthe pelvicmassatthetimeofdiagnosis.

The patient underwent pelvic mass excision, omentectomy,
retroperitoneal lymph node dissection, cholecystectomy (with
cholelithiasis), appendicectomy, and peritonectomy, with the
resultant RO resection. Histopathology revealed MT in the
primary recurrent pelvic mass, whereas GP was detected in
pelvic lymph nodes. GP was detected in the omentum, anterior
abdominal wall, and bladder peritoneum. The patient was
plannedtobegivenfourmore courses of chemotherapy postop-
eratively. However, the treatment was discontinued after three
courses due to grade 2 nausea and vomiting. Follow-up of the
patient at the 32" month after cessation of chemotherapy
revealed nosignsof recurrence or metastasis.

DISCUSSION

Both GP and GTS are rare conditions, and itis even more rare to
see both of them together. In a retrospective study of 196 cases
with IT, the incidence of GTS was found to be 19%, and GP to be
5%.* The diagnosis of GTS is usually based on three criteria:
normalised tumour markers (AFP, beta-hCG, LDH) that are
initially elevated, growth of masses during GCT treatment, and
the absence of evidence of malignancy in histopathological
examinations.’ This patient met all three criteria. As in this
patient, in case of suspicion of this entity, the primary treatment
is surgery. The immediate decision of surgery is of paramount
importance. Otherwise, many deleterious clinical scenarios

from pressure symptoms to death may occur.

Figure 2a: MRI showing the pelvic mass before initiation of chemo-
therapy.

Figure 2b: MRIshowing rapid progression of the mass and new peritoneal
implantsduringthe chemotherapy.

GPisgenerally considered to be a benign entity; however, there
isnoclearevidence ofitsorigin yet. Although the presence of GP
increases the risk of recurrence of peritoneal disease, it is
believed that it does not adversely affect overall survival.®
Nevertheless, on a rare occasion, it is reported to demonstrate
the malignant transformation in some case reports.’ Histolog-
ical confirmation of malignancy isimportantif relapse is consid-
ered. Although surgery is the first-line treatment of choice in
ovarian GCTs, it is also accepted as an excellent option after
neoadjuvant systemic chemotherapy aiming tumour reduction
incases with bulky disease. Since our patient had bulky masses,
we considered neoadjuvant therapy rather than surgery as the
first-line treatment. Although there is no sufficient evidence
regarding the benefit of surgery after neoadjuvant
chemotherapy in those patients, there are small series of cases
in the literature with 10-year survival up to 87% in FIGO stage 3
and 4 patients who were operated after neoadjuvant
chemotherapy.® Moreover, this approach is also feasible due to
thefactthatovarian GCTsare highly chemosensitivetumours.

In conclusion, this case emphasises the fact that rare develop-
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ments can occur in the course of ovarian GCTs treatment and
rapid intervention is life-saving. In this case, the importance of
multidisciplinary management for rare clinical conditions has
alsobeendemonstrated.
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