
223 

Primary carcinoid tumor arising in a mature cystic teratoma 

of the ovary: A case report 

N. Guney1, T. Sayilgan2, D. Derin3, D. Ozcan2 

1Department of Medical Oncology, 2Department of Pathology, Okmeydanz Research and Training Hospital, Istanbul 
3Department of Medical Oncology, Kayseri Research and Training Hospital, Kayseri (Turkey) 

Summary 

Objective: To present an extremely rare case of a primary carcinoid tumor arising in a mature cystic teratoma of the ovary. 
Malignant transformation of mature cystic teratoma is an uncommon complication occuring in approximately 1-3% of patients with 
mature cystic teratoma. Clinical Presentation and Intervention: A 54-year-old woman presented with abdominal swelling and abnor
ma! uterine bleeding. Physical examination revealed a smooth, non-painful, 8-9 cm diameter mass in the right anterior pelvis which 
was diagnosed histologically as carcinoid tumor arising in a mature cystic teratoma. The patient underwent a total abdominal hys
terectomy with bilateral salpingo-oophorectomy and was scheduled for surveillance CT of the abdomen and pelvis at 3-monthly 
intervals. Conclusion: This case adds to the rare reports in the literature of a carcinoid of low malignant potential occurring in a 
mature cystic teratoma. The treatment for early-stage ovarian carcinoid tumors confined to one ovary is surgery alone and excellent 
outcomes can be expected in these cases. 
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Introduction 

Primary ovarian carcinoid tumors are rare neuroen
docrine tumors representing less than 0.1 % of all ovarian 
carcinomas. Ovarian carcinoids constituted only 0.52% 
of all carcinoid tumors in a collated world series of 8,305 
cases [ 1]. There are fewer than 200 cases of primary ovar
ian carcinoid tumors in the literature and the majority of 
these were reported before 1990. Malignant transforma
tion of mature cystic teratoma (MCT) is an uncommon 
complication occurring in approximately 1-3% of 
patients who have mature cystic teratoma. Although any 
of the constituent tissues of a teratoma have the potential 
to undergo malignant transformation, squamous cell car
cinoma is the most commonly associated cancer. Other 
tumors arising in MCT include adenocarcinoma, basal 
cell carcinoma, adenosquamous carcinoma, thyroid carci
noma, sebaceous carcinoma, malignant melanoma, sarco
ma [2]. A carcinoid tumor arising within a mature cystic 
teratoma is an uncommon occurrence. In this report, we 
describe the clinicopathologic and immunohistochemical 
features of a primary ovarian carcinoid occurring within a 
mature cystic teratoma in an adult female. 

Case Report 

A 54-year-old woman complained of abdominal swelling and 
abnormal uterine bleeding for six months. Her medical, surgi
cal and family histories were unremarkable, and examination 
revealed no signs or symptoms of carcinoid syndrome (flushing, 
diarrhea, cardiac murmur, hypertension, pedal edema). Physical 
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examination revealed a smooth, non-painful, 8-9 cm diameter 
mass in the right anterior pelvis. The mass was separate from 
the uterus. Palpation of the left adnexa revealed nothing abnor
mal. Pelvic ultrasonographic evaluation demonstrated a 9 cm in 
如meter mass in the right ovary that contained cystic and solid 
components and a 6 cm in diameter intramural uterine leimy
oma. Computed tomography (CT) scanning of the abdomen and 
pelvis revealed a right adnexal mass that measured 9 cm in the 
largest diameter. It consisted of solid and cystic components and 
showed calcifications typical of a dermoid cyst. There were no 
abnormal findings on a chest X-ray, colonoscopy or gas
troscopy. No mass lesion was detected in other organs includ
ing the lung. Serum testing for tumor markers showed normal 
levels of cancer antigen (CA) 12-5 7.1 u/ml, CA 19-9 19.6 u/ml, 
alfa fetoprotein (APP) 2.53 u/ml, and carcinoembryonic antigen 
(CEA) 1.03 u/ml. The patient underwent a total abdominal hys
terectomy with bilateral salpingo-oophorectomy. There were no 
ascites or obvious spread of the tumor beyond the right ovary. 
The bowel loops were normal. 

The patholologic findings were as follows: On gross exam,
nation the right ovarian cystic mass measured 9 x 6 x 6 cm. The 
cyst contained yellowish and oily thick material and tufts of 
hair. The thickness of the cyst wall was 0.2 cm. A nodular area 
inside the cyst which measured 4 x 1.5 x 1.5 cm consisted of 
fatty tissue covered by hairy skin. Microscopic examination 
showed various mature tissue derivatives of the three embryonic 
germ layers. Among these tissues an encapsulated area of 
tumoral proliferation with indistinct borders was observed adja
cent to mature respiratory epithelium, mucous glands and carti
lage. The area measured 0.7 cm x 0.6 cm. The lesion was com
posed of relatively uniform epithelial cells arranged in islands, 
trabecules and a few glandular structures (Figure 1). The cells 
contained oval or round nuclei with stippled chromatin with 
indistinct nucleoli and granular eosinophilic or clear cytoplasm. 
Mitotic figures were hard to find. Gross and microscopic exam
ination of the rest of the specimen of the left salpinx and uterus 
revealed no significant findings except leiomyoma uteri. There 
was no evidence of tumoral invasion of the lymphatic, omental 
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our case no teratomatous component was seen either 
grossly or microscopically. Our case was also in early 
stage (Stage IA) disease and since the surgery her tumor 
marker levels have remained in the normal range. 

Early-stage primary ovarian carcinoid tumors have an 
excellent prognosis and surgical excision is curative. 
The optimal treatment is hysterectomy and bilateral 
salpingo-oophorectomy. The reported 5-year survival 
rate for patients with early stage is excellent, however, 
the corresponding rate for advanced-stage patients is 
low, at 33% [10]. 

The management of advanced disease is difficult. 
Ag?ressive !urgical debul�in? in select case� remain� th� 
mainstay of treatment and the reduction of tumor load 
may improve survival and provide long-term palliation. 
5-HT antagonists are of limited value in treating symp
toms. Treatment with somatostatin analogues such as
octreotide may provide symptom control. Interferon ther
apy (rlFN a) has been used as second-line treatment [11].
Radiolabelled somatostatin analogues have been reported
to result in tumor shrinkage in metastatic bowel related
carcinoids in a small number of patients [ 12]. There is no
effective chemotherapy, although 5-fluorouracil and
streptozocin have been tried in the past with limited suc
cess. Experience with therapy for advanced-stage patients
is limited and further studies are needed.

In conclusion, this case report reveals the rare occur
rence of a carcinoid of low malignant potential in a 
mature cystic teratoma of the ovary. The fact that the 
patient had lesions confined to a single ovary (Stage IA), 
suggests that our patient could be expected to have a com
paratively good clinical outcome. The treatment for early
stage ovarian carcinoid tumors confined to one ovary is 
surgery alone and excellent outcomes can be expected in 
these cases. 
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