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CASE REPORT

Malignant carcinoid arising within a mature cystic
teratoma of the pelvis
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Abstract

Carcinoids are rare neuroendocrine tumors encountered most commonly in the gastrointestinal tract and
bronchopulmonary tree. While carcinoids are perhaps best distinguished by their ability to cause the carcinoid syndrome
through secretion of vasoactive peptides and amines, the vast majority are asymptomatic. We herein describe the case of a
68 year-old woman who presented with weight gain and local compressive symptoms from a known pelvic cystic
teratoma, which was found to contain a well-differentiated malignant carcinoid at the time of surgical excision.
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Introduction

Malignant Carcinoids are rare neuroendocrine tumors that arise mostly commonly in the gastrointestinal tract and the
bronchopulmonary system. Rarely, these tumors have been encountered in the reproductive organs and other endocrine
organs throughout the body. Though they are distinguished by their ability to cause the carcinoid syndrome through their
ability to secrete bioactive peptides and amines, approximately 90% of carcinoids are nonfunctional ™. Thus, the vast
majority of patients are asymptomatic and their carcinoids are diagnosed incidentally during imaging or surgery for other
causes. We herein describe the case of a 68 year-old woman who presented with a pelvic cystic teratoma found to contain
a well-differentiated malignant carcinoid at the time of surgical excision.

Case report

The patient is a 68 year-old female who presented with increasing abdominal girth, vague lower abdominal discomfort,
and an 8Ib weight gain over the past 12 months in the absence of changes in appetite or bowel habits. She was nulliparous,
denied any vaginal bleeding after menopause, and reported a hysterectomy in the past. A 20cm pelvic mass, consistent
with a teratoma/dermoid cyst, was detected by CT scan. On physical exam, the lesion was protuberant and firm.
Pre-operative colonoscopy was unsuccessful because of displacement of the sigmoid colon by extrinsic compression of the
mass. CEA and CA-125 were within normal laboratory ranges (3.3ng/mL and 18.1U/mL, respectively). CA 19-9, at
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98.8U/mL, was markedly elevated. The patient was informed of the findings and opted for non-operative management.

Follow-up CT imaging (Figures 1-2) 7 months after the initial scan demonstrated a complex cystic mass containing solid,
fatty, and calcified components, occupying most of the pelvis and mid-abdomen. It remained unchanged since the
previous imaging study. The patient agreed to undergo excision of the tumor. Macroscopic exam revealed a 15cm x 15cm
x 10cm pink-tan cystic mass with a mesothelial lining. Upon pathological examination internal lining was red to dark
brown and finely granular. It contained yellow cheesy material and dark brown fluid, with tufts of hair and a hard bony
structure. Further pathologic analysis of the mass reported that immunohistochemical stains performed showed that the
tumor cells were strongly and diffusely positive for synaptophysin, confirming the concomitant diagnosis of a
neuroendocrine tumor. Histopathologically the mass was described as a well-differentiated, malignant carcinoid arising
within a mature cystic teratoma. The patient had an unremarkable post-operative course and is doing well at follow up 3
months after operation. No post-operative chemotherapy was indicated. Immediate follow-up includes a repeat CT scan
and colonoscopy in 3 months. Prognosis is excellent.

Figure 1. Abdominal CT scan demonstrating a large Figure 2. Coronal CT scan view of the mass
cystic mass with a small, central solid focus.

Discussion

Dermoid cysts, or mature cystic teratomas, contain cellular elements derived from all three germ cell layers and are lined
with squamous epithelium containing skin appendages. Dermoid cysts are usually easy to identify during surgery by the
presence of sebaceous fluid content and/or tufts of hair (%, They are most frequently found in the sacrococcygeal region,
ovaries, and testes. Occasionally, they also occur in extragonadal midline structures such as the anterior mediastinum,
retroperitoneum, and pineal gland 1!,

Dermoid cysts present in all age groups, but are most common in the third and fourth decades of life. Malignant
transformation may be observed in 1%-2% of cases. Squamous cell carcinoma accounts for 70%-88% of such malignant
cases, followed by adenocarcinoma !,
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Carcinoids are rare neuroendocrine tumors that arise from enterochromaffin cells and comprise 0.5% of all malignancies.
They arise in regions of the body with high concentration of neuroendocrine cells, such as the gastrointestinal tract (68%)
and bronchopulmonary system (25%). Approximately 10% of carcinoids secrete bioactive mediators, leading to carcinoid
syndrome . The standard of treatment for carcinoid tumors includes debulking or complete surgical excision as early as
possible given their potential for metastases ..

Conclusion
We present a very rare case of a malignant neuroendocrine tumor within a dermoid cyst that was successfully resected.
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