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ABSTRACT: Congenital teratomas represent derivatives of all three germinal cell layers, arranged in
varying degree of complexity and they rarely affect the orbit. We report a rare case of unilateral
congenital orbital teratoma with marked proptosis presenting at birth.
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INTRODUCTION: The word “teratoma” means “monstrous growth” in Greek. Teratomas are
composed of derivatives of all three germinal layers, arranged in haphazard manner.[12] We are
reporting a rare case of congenital orbital teratoma in a newborn baby.

Figure 1 shows (A) extreme proptosis with forward displacement of the right eye in an
otherwise normal full-term newborn baby (B) post-operative photograph after exenteration.

CASE REPORT: A full term male newborn baby of normal, uneventful vaginal delivery had a fleshy
mass in the place of the right eye. Physical examination revealed marked proptosis of the right eye.
The eyeball was embedded within the mass. Ocular mobility was restricted in all directions. Left eye
was normal. Routine hematological examination and serum chemistry revealed no abnormality.
Radiologically, the mass was confined to the right orbit with solid and cystic areas and there was no
intracranial extension. Considering the size and extent of the tumor, an exenteration with
reconstruction of the eyelids was done. Post-operative course was uneventful.

Grossly, the tumor was well encapsulated measuring 6x5x3cm. Cut surface showed grey-
white to yellowish solid areas and cystic areas. Microscopically, multiple sections of the specimen
studied showed derivatives of all the three germinal layers in the form of adipose tissue, cartilage,
cystic areas lined by simple cuboidal to stratified squamous epithelium and dermal appendages.
Areas with glandular and mature neuroglial differentiation were seen. No immature element was
seen. A final diagnosis of a mature teratoma was made.
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FIG. 2

Figure 2 shows gross appearance of the orbital mass of right eye: (A) external surface and (B)
cut surface.

Figure 3 shows photomicrographs showing (A) cartilage and muscle tissue (B) cartilage and
adipose tissue (H&E, x100).

Figure 4 shows photomicrographs showing (A) intestinal epithelium at the bottom (B)
mature glial tissue (H&E, x100).
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DISCUSSION: Ocular mass at birth is uncommon and a teratoma is a rare cause.l3 The first case of
orbital teratoma was reported by Holmes in 1863.141 Barber et al in 1974 reviewed the literature and
compiled a total of 54 cases.[!

The “organizer” theory modified by Krafka provides a tenable explanation.l67] This theory
discusses interference with the normal development of the growth center of the embryo (Stated to be
the primitive streak in man) allowing the development of secondary growth center. Migration of this
center to different portions of the embryo leads to the occurrence of a teratoma. The rare occurrence
of orbital teratomas may be the result of the greater distance of the primordial of the orbit and eye
and the primitive streak.

Duke-Elder!8l has classified teratomas of the orbit as follows:
1) A complete fetus implanted in the orbit (Orbitopagus parasiticus)
2) A portion of a second fetus in the orbit
3) Atumor consisting of all three germinal layers
4) Tumors containing representatives of two germinal layers only

5) Tumors containing representatives of one layer only.

Jensenl®] proposed that only a tumor derived from all three germinal layers should be called a
teratoma. If the tumor is composed of tissue from only two germinal layers, it should be termed
teratoid. Tumors with tissue from only one germinal layer in the orbit, i.e. dermoid cyst are
choristomas.

A review of the literature showed a female-to-male ratio of 2: 1 and a slight preponderance to
the left side. Only two cases were bilateral.[5l Two instances of malignant teratoma have been
reported.1011] Teratoma is considered malignant when the tissue is embryonal or immature in
nature. Our case is a male newborn baby with right sided orbital teratoma. It is a benign mature
teratoma showing components of all three germinal layers without any immature elements.

Clinically, it is difficult to distinguish teratomas from other benign and malignant neoplasms.
Differential diagnosis includes other congenital anomalies such as dermoid cyst, encephalocele,
meningocele, and cystic eye; neoplasms such as neuroblastoma, neurofibroma, hemangioma and
lymphangioma; and other ocular diseases such as congenital glaucoma, retrobulbar hemorrhage and
hematoma.[10.12]

The surgical treatment of these lesions almost always has been effective. Surgeons now
recommend early surgery despite the difficulty in making the diagnosis preoperatively.[13]
Recurrence of the incompletely removed teratoma has been reported.

Rapid enlargement of the teratoma after birth is characteristic. The solid portions increase in
size, and the amount of cystic fluid increases. When untreated for a period of months, the tumor may
become enormous. With the expansion of the mass, the eye becomes exposed, compressed and
eventually perforated.

In our case of congenital orbital teratoma, histological examination revealed components
from all three germinal layers and no sign of malignancy. Exenteration was performed and the post-
operative period was uneventful.
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