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Carcinoid Tumor of the Ovary with
Bilateral Infiltration of the Extraocular Muscles:

A Case Report and a Brief Review of the Literature

Ali Sadeghi-Tari, MD,* Mohammad-Taher Rajabi, MD?
Fahimeh Asadi-Amoli, MD,® Shahram AghaRokh, MD*

Abstract

Purpose: We report an unusual case of trabecular carcinoid of the ovary with orbital involvement.

Methods: We encountered a 49-year-old woman with a complaint of bilateral proptosis. Ocular
examination revealed severe bilateral proptosis and signs of corneal exposure. Orbital CT scan
showed massive enlargement of extraocular muscles and optic nerve compression. The patient
medical history showed that she have had an ovarian mass for which she was underwent right
oophorectomy followed by left oophorectomy and total abdominal hysterectomy.

Results: Histological examination showed trabecular carcinoid in both ovaries. Fine needle
aspiration from extraocular muscles showed trabecular carcinoid tumor compatible with the primary
tumor of the ovary.

Conclusion: Ocular metastases from carcinoid tumors are considered rare. They can be the
primary presentation of a carcinoid tumor or develop during the course of the disease. The extent
of distant metastases from carcinoid tumors correlates with poor prognosis and survival; early
detection of metastasis may change the overall management.
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Introduction

Carcinoid tumors are slow growing, low-grade carcinoid tumor to the orbit is a rare
malignant neoplasms that are believed to occurrence. When metastasis does occur, the
originate from neuroendocrine cells, usually in choroid is the most common ocular structure
the gastrointestinal mucosa.® The most involved.! Carcinoid tumor metastatic to the
common sites of origin are appendix (40%), orbit accounts for only 4% to 5% of orbital
jejunoileum  (27%), rectum (13%) and metastatic disease. It typically is seen as a
bronchus (11.5%). Some rare primary unilateral orbital mass inducing proptosis and
locations are thymus, thyroid, biliary system, diplopia.>®

pancreas, and ovaries.® Metastasis of
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On anatomical imaging studies, such as CT
scanning and magnetic resonance imaging,
carcinoid tumor metastases to the orbit are
characteristically  focal, round, sharply
delineated, nonspecific tumor masses, and
demonstrate an affinity for the extraocular
muscles.” Orbital inflammation is an infrequent
presentation for patients with this tumor.?

The authors report a rare case of
metastatic carcinoid tumor with involvement of
extraocular muscles who had had one self-
limiting episode of acute orbital inflammation
in the past.

Case Report

We encountered a 49-year-old woman with a
complaint of bilateral proptosis, periorbital
swelling, and decreased vision of 1-month
duration. She had injection of both eyes from
five months before. She described a similar
episode three years earlier that spontaneously
subsided over three months. He could not
recall antecedent trauma. Her medical history
was notable for epitheloid
hemangioendothelioma of common bile duct
12 years ego that had been undergone
surgery. He also had history of trabecular
carcinoid tumor of the ovaries that first
underwent right oophorectomy and then left
oophorectomy and total abdominal
hysterectomy 5 years ego.

Visual acuity was %4, OD and °,, OS.
There was marked upper and lower lid edema
on both eyes, and 3 mm of proptosis. In both
eyes conjunctiva showed marked vascular
injection. Motility of the right eye was globally
reduced but on the left eye adduction and
abduction were severely reduced. Fundus
examination of both eyes was normal. The
patient was afebrile and without leukocytosis.
A computed tomography scan of the orbits
showed proptosis of both globes, massive
enlargement of extraocular muscles
particularly widely involving the medial rectus
of the left eye and optic nerve compression
(Figure 1). There was no invasion of the optic
nerve or bone. The patient underwent Fine
needle aspiration (FNA) from extraocular
muscles. Histological examination confirmed
the diagnosis of metastatic carcinoid. It was
composed of many isolated small clusters or
sheets of monomorphous cells with relatively
large hyperchromatic nuclei, inconspicuous
nucleoli and scant cytoplasm (Figure 2).
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Figure 1. A,B; computed tomography scans of the
orbits show proptosis of both globes, massive
enlargement of extraocular muscles particularly the
medial rectus of the left eye and optic nerve
compression. Optic nerves and bony walls are spared..

Figure 2. Histopathologic evaluation of specimen from
fine needle aspiration with Papanicolaou staining
showed frequent isolated small clusters or sheets of
monomorphous cells with round nuclei and scant
cytoplasm in the background of granular material.
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Despite systemic chemotherapy, her tumor
progressed. By the time of ocular
presentation, her carcinoid tumor had
metastasized to the liver. Unfortunately, 3
months later the patient died due to massive
liver metastases.

Discussion

Metastatic tumor is one of several etiologies of
space-occupying masses in the orbit that
accounts for 1%-13% of all orbital masses.® In
the adult patient population, breast cancer is
the most common tumor to metastasize to the
orbit followed by metastases from the lung,
prostate and gastrointestinal tract. The most
common site for carcinoid metastases is the
liver.! It is rare for carcinoid tumors to
metastasize to the eye or to the orbit.
Metastatic potential is mainly correlated to the
tumor size and the site of origin, although
histological atypia is also associated with a
greater risk of metastatic spread. Tumors
larger than 1 cm are likely to metastasize.’

In a study of 227 patients with metastatic
carcinoma to the eye or orbit only two had a
metastatic carcinoid.’® Nevertheless, several
cases of carcinoid metastatic to the orbit were
reported after the first large study in 1980
including 15 patients.>* To the best of our
knowledge, there are only 11 documented
reports of carcinoid metastases to the
extraocular orbital muscles.?3%7121416 |n only
one report, all of the extraocular muscles were
involved™, and just two cases involved the
inferior rectus only.*>* Our patient developed
orbital metastasis nearly 24 months after the
primary operation for ovarian carcinoid. This is
a significantly shorter period of time than the
average of 62.7 months from the diagnosis of
systemic disease to the eye involvement
previously reported in a group of 21 patients.*?
Presentation of orbital carcinoid tumor as
orbital inflammation is rare.?*®* In a
clinicopathologic series of patients with
choroidal and orbital carcinoid tumor, Riddle
et al® described seven patients with orbital
metastasis. Of the six cases whose clinical
data were included, only one patient had
chronic orbital inflammation.® In a case series
of three orbital carcinoid tumors, Fan et al®
described a single patient who presented with
proptosis, chemosis, and dysmotility. Skibell
et al'’ described a solitary case of orbital
carcinoid tumor masquerading as acute orbital
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cellulitis.  Ocular manifestations of the
systemic  carcinoid  syndrome include
proptosis, periorbital edema, tearing,
conjunctival injection, decreased central

retinal artery pressure, intraretinal vascular
sludge, and perivascular retinal pigment
clumping.®

The inflammation manifested by our patient
during the first orbital compliant 2 years after
oophorectomy was self-limited. The rapid
clinical resolution without antimicrobial therapy
at that time refutes an infectious cause of the
inflammation. The tumor location, lack of
superior ophthalmic vein distention, and
spontaneous resolution do not support tumor-
induced orbital apex obstruction. Knox et al’
explained this clinical manifestation as a
unigue form of the systemic carcinoid
syndrome, and believe this presentation to be
due to the spontaneous release of
inflammatory mediators intrinsic to the orbital
tumor.

Pathological examination, including imprint,
frozen section and histology studied with
immunohistochemistry, is invaluable in the
diagnosis of orbital metastasis. Neither clinical
signs nor radiological features are diagnostic
for orbital carcinoid. Different
radiopharmaceuticals such as [123] meta-
iodobenzylguanidine and [111] In-DTPA-
octreotide have been used for the
identification of primary and secondary
carcinoid tumors.®?® However, no single
radiopharmaceutical gives 100% sensitivity.
Therefore only histopathological examination
including histology and immunohistochemistry
may provide a definitive diagnosis of carcinoid
tumors of the orbit. The histopathological
diagnosis is particularly important in the
extremely rare cases of primary carcinoid
tumor of the orbit, or in unusual cases where
the identification of orbital carcinoid precedes
the diagnosis of primary tumor.®**

Our patient metastasis to extraocular
muscles was diagnosed with FNA. Although
FNA has been reported in literature as a good
tool for diagnosis of orbital or eye metastasis
but we did not find any report about this tumor
and it seems that it is the first report of
diagnosis of carcinoid metastasis to orbit that
has been diagnosed with the use of FNA.
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Conclusion

This case was illustrative of several points;
The orbital presentation of carcinoid tumor is
rare. The atypical orbital presentation of the
tumor in a patient with history of carcinoid
tumor should alert the physician to metastasis.
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Early biopsy rather than observation in such
cases is essential for improved prognosis. We
saw that FNA can be used as a good tool for
diagnosis of orbital metastasis of carcinoid
tumor.
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