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Abstract

This is a case report of a 19-year-old nulligravid patient with a choroid plexus papilloma tumor in a mature cystic teratoma in the
right adnexal area.

The patient, who had abdominal pain and dyspepsia, showed a 9 cm diameter mass with a solid/cystic component, initially inter-
preted as a dermoid cyst in the right adnexal region. Mature cystic teratoma is a benign germ cell tumor and is common in women
during the reproductive period. However, choroid plexus papilloma is a rare brain tumor. The diagnosis of ovarian choroid plexus
papilloma can be made with imaging tests such as magnetic resonance imaging or computed tomography, and treatment is usu-
ally by surgical removal.

Only four cases of ovarian teratoma with choroid plexus papilloma have been informed in the English literature, and this issue is

the fifth.
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ature Cystic Teratoma (MCT) is a benign germ cell
Mtumor originating from two or three germ sheets,
usually unilaterally seen in women of childbearing age. Its
incidence among all ovarian tumors is 20%."! Macroscopi-
cally, it is primarily cystic but can also be seen in solid form.
Sebaceous material, hair, bone, and cartilage tissue can
be observed in the cyst lumen. In solid areas, squamous
epithelium of ectoderm origin, skin appendages, neuro-
ectodermal tissue; adipose tissue, bone, cartilage, smooth
muscle from mesoderm; gastrointestinal, respiratory bron-
chial epithelium, thyroid and salivary glands originating
from endoderm can be seen.? Rarely, prostate, pituitary,
adrenal, and parathyroid tissue can be observed. Malignant
transformation is extremely rare (1.5-2%).2 It is usually seen

in the postmenopausal period. In the differential diagnosis,
there are other ovarian masses, especially endometrioma.
M Carcinoid tumors and adenocarcinoma follow the most
usual squamous cell carcinoma.

Choroid plexus papilloma (CPP) is a rare brain tumor and
usually arises from epithelial cells of the choroid plexus,
where cerebrospinal fluid (CSF) is produced in the brain.
The incidence of CPP among all brain tumors is 0.3-0.6%.
While 10-20% of these cases are seen in the first year of life,
2-4% are seen under the age of 15.”! These tumors occur
primarily in the lateral ventricle in children. In adults, it ap-
pears in the 4™ ventricle.® CPPs usually grow slowly and
are rarely cancerous. However, large tumors can block CSF
circulation and cause severe brain damage. While it is a tu-
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mor that commonly occurs in the brain, in rare cases, it can
also occur in other regions, such as an ovarian teratoma.
The diagnosis of ovarian CPP can be made with imaging
tests such as computed tomography (CT) or magnetic
resonance imaging (MRI). Treatment of CPPs in the ovary is
usually done by surgical removal. Only four cases of ovar-
ian teratoma have been described in the English literature.
71 Qur case is the 5th CPP case in ovarian teratoma in the
literature.

Case Report

A 19-year-old nulligravid patient complained of abdominal
pain and dyspepsia for about four months. There was no
specificity in his medical, family, or psycho-social history. In
the abdominal ultrasonography and MRI, a 9 cm diameter
mass through solid/cystic components in the right adnexal
area, interpreted as a dermoid cyst, was observed in the
foreground (Fig. 1). Tumor markers were detected as CEA:
0.975 ng/mL, CA 19-9: 15.9 U/mL, and CA 125: 33.7 U/mL.
The patient underwent laparoscopic right ovarian cystec-
tomy with the preliminary diagnosis of mature cystic tera-
toma.

Macroscopically, the tumor was 11x8x4 cm in size and
contained hair, sebaceous material, and cartilage tissue.
Microscopically, multilocular cyst, keratinized squamous
epithelium, mucinous epithelium, skin appendages, hair
shafts, adipose tissue, mature glial foci, chondroid and os-
teoid structures were observed. An insular focus was ob-
served, consisting of monomorphic cells with a 0.9 cm di-
ameter salt-and-pepper chromatin structure, round nuclei,
eosinophilic cytoplasm, and monomorphic cells (Figs. 2,
3). Immunohistochemically, S100 (focal+), Synaptophysin
(+), Chromogranin (+), CD56 (+) staining were observed. Ki
67 proliferation index was 6-7%, and mitosis was 3/2 mm?2.
Necrosis was not observed. All findings were evaluated as
'Atypical Carcinoid Tumor (WHO Grade 2). Non-invasive
papillary structures with multifocal mild-moderate nuclear
atypia lined with focal stratified cuboidal epithelium, some
with fibrovascular cores, were observed around this focus
(Figs. 4, 5). Necrosis was not observed. Immunohistochemi-
cally, S100 (+), GFAP (focal+), CK7 (focal+), PR (focal, weak+),
p16 (focal+), p53 (-), CK20 (-), AMACR (-), Calretinin (-), and
WT1 (-) immunoreactivity were detected. Mitosis was 2-3
/10 BBA. Ki 67 proliferation index was 1-2%. The present
findings were interpreted as 'Atypical CPP (WHO Grade 2).

Since the case was interpreted as 'Atypical Carcinoid Tu-
mor, Atypical CPP Followed, the patient was informed, and
laparoscopic right salpingo-oophorectomy was performed
as a complementary surgery. No abnormal cells were de-
tected in the salpingo-oophorectomy material. Ga-68 Dot-

Figure 1. Preoperative MRI images of right side adnexal mass A.
Transverse section B. Sagittal section.

Figure 2. (H&E X4): Fat tissue, a focus of monomorphic cells next to
a keratinous cyst.
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Figure 3. (H&E X10): Focal focus consisting of monomorphic cells
with round nuclei, eosinophilic cytoplasm, with salt pepper chroma-
tin structure.

Figure 4. (H&E X4): Keratinous cyst, skin appendages, papillary struc-
tures.

Figure 5. (H&E X10): Papillary structures lined with focal stratified cu-
boidal epithelium, some with fibrovascular cores.

atate Positron Emission Tomography showed no evidence
of malignancy holes containing any somatostatin deposits
at the sixth postoperative month. The patient continues to
be followed at 6-month intervals.

Discussion

Ovarian primary carcinoid tumors are extremely rare and ac-
count for <5% of all carcinoid tumors. On the other hand, it
is seen in less than 0.1% of all ovarian neoplasms.® It is sepa-
rated into four subtypes: mucinous, insular, mixed, and tra-
becular type. CPP is a rare primary tumor of the central ner-
vous system. Sixty neuroectodermal ovarian neoplasms were
reported by Morovic and Damjanov in 2008.” These cases
between 1983 and 2006 were classified as astrocytoma, ep-
endymoma, primitive neuroepithelial tumor, or glioblastoma
but were not included in the choroid plexus papillomas.

There are 4 cases published in the English literature that
were diagnosed with CPP in the ovary. It was first reported
by Von Gunten et al."” in Japan in 2006. However, no report
was given regarding the size of the mass and its treatment
method. The second case in the literature is the treatment
of a 9 x 7 x 7 cm mass with cystectomy, similar to our case
published by Quadri et al."" in 2011. In 2013, Dessauvagie
et al.'" published the third case of oophorectomy for an 8 x
3 cm mass. Kihara et al.”? published the fourth case in the lit-
erature, choroid plexus tumor in the ovary, in 2015. The size
of the mass, in this case, was quite large, 22.5x20.5 cm and
the patient was treated with salpingo-oophorectomy. The
subjects were between 14-32 years old, and the mean age
was 23.75.The lesions had a maximum diameter that varied
between 8 and 22.5 cm. Among the ovarian masses of which
we know the dimensions, the mean tumor diameter was
11.5 cm. Our case is similar in terms of both age and tumor
size. It also provides additional information regarding preop-
erative mass imaging and postoperative follow-up.

Usual WHO grade | CPPs are typically benign brain tumors
considered curable through complete surgical removal.
The successful removal of teratomas through oophorecto-
mies and other reported cases suggests that these proce-
dures can also be curative. It's important to note that ovar-
ian papillary epithelial neoplasms, such as serous, clear cell,
or endometroid tumors, can sometimes be confused with
choroid plexus papillomata, particularly if psammomatous
calcifications accompany them. Also, metastases from ma-
lignant mesothelioma, papillary thyroid carcinoma, lung
adenocarcinoma, and urothelial carcinoma may be consid-
ered part of the differential diagnosis.l'?

Kleinman et al."* reported a neuroectodermal tumor series
consisting of 25 cases. The prognosis of the CPP of the ovary
is uncertain. According to this report, there was no choroid
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plexus papilloma in them. The prognosis of people with 10
stage | tumors was better than those with stage Il and llI
tumors. On the other hand, one patient with stage IA glio-
blastoma died of the disease within two years. Therefore, it
remains unclear whether the clinical stage or tumor grade
of an ovarian neuroectodermal tumor is relevant to prog-
nosis. There is a need for statistical forecast analysis studies
in more extensive case series on this subject. Our case was
WHO Grade | in clinical stage IA. Therefore, we expected a
good prognosis. However, due to the uncertainty of the fore-
cast, long-term observation will be required so that we can
continue the follow-up process at 6-month intervals.

Conclusion

This article provides valuable information about a rare
ovarian teratoma case involving an atypical carcinoid tu-
mor and choroid plexus papilloma. We emphasize the im-
portance of a comprehensive pathological examination of
ovarian teratomas and the need for appropriate manage-
ment and follow-up in such rare cases. The presented case
adds to the limited literature on ovarian teratomas, includ-
ing choroid plexus papillomas as case 5, and provides in-
sight into the management and prognosis of such claims.
The presented case contributes to the limited literature as
the fifth case with an atypical choroid plexus tumor in ovar-
ian teratoma. It provides insight into the management and
prognosis of such patients.
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