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ABSTRACT

Epignathus of a fetus is a rare type of oropharyngeal teratoma rarely reported in the literature, especially from the Indian
subcontinent. Antenatal diagnosis of this condition is even rarer. The overall survival rates with these lesions have been between
17 and 87.5%. However, survival in the setting of antenatally diagnosed teratomas has only been described anecdotally.
Transposition of the great arteries (TGA) is an isolated abnormality in about 90% of the cases and rarely is associated with
extracardiac malformation. Gallbladder duplication resulting in two separate gallbladders is a rare congenital anomaly. We
present an unusual case of antenatally diagnosed massive oropharyngeal teratoma, which was associated with transposition
of great arteries and duplicated gallbladder. To conclude, the antenatal diagnosis of TGA decides the postnatal outcomes and
hence requires planned delivery and further management. A combination of these conditions may cause airway obstruction
and respiratory compromise, like in our case, which necessitated termination of pregnancy.
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INTRODUCTION

Congenital germ cell tumors of the oropharyngeal region are
arare antenatal finding. The most common site of teratomais
in the sacrococcygeal region. It constitutes <10% of reported
cases in the head and neck region.' Few reports of cardiac
anomalies (septal defects) and facial deformities with oral
teratomas have also been observed.®™®

The basic classification is histological and is widely used.

- Dermoid tumors: It is the most common form of teratoma
composed of ectoderm and mesoderm derivatives.

. Teratoids: Poorly differentiated tumors containing all three
germ layers.

. Teratoma: Well-differentiated tumors containing tissues
from all three germ layers.

. Epignathus: Highly developed rare oral tumors possessing
a high mortality rate. They have developmental fetal
organs and limbs.>~'2

Masses with solid and cystic components are more in favor
of teratoma.

We present a case of oropharyngeal teratoma associated
with congenital heart disease and gallbladder duplication.
TGA is the second most common cyanotic congenital heart
disease associated with significant mortality and morbidity.
It is characterized by atrioventricular concordance and
ventriculoarterial discordance. It is rarely associated with
chromosomal anomalies or extracardiac malformations.
However, our case was a rare combination. To improve
the antenatal diagnosis of TGA, it is vital to identify the key
ultrasound (US) markers of TGA. The presence of a parallel
course of TGA, two vessels instead of three in the three-vessel
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trachea (3VT) view, and identification of the origin of arteries are
the key markers on US. Other antenatal US markers such as an
abnormal right convexity of the aorta, an I-shaped aorta, and
the “boomerang sign” may also be used to diagnose TGA.*"

CAseE DEScCRIPTION

A 24-year-old female with two pregnancies, one delivery, and
one living child with no history of consanguinity came for her
first antenatal scan to US at 24 weeks of gestation. During
the targeted imaging for fetal anomalies scan, we detected
a cystic mass with few calcifications measuring 19, 11, and
20 mm in anteroposterior, transverse, and craniocaudal
dimensions, respectively. Mass is seen arising from the
oropharynx.In addition, multiseptated cystic mass was noted
arising from mandibular and upper neck measuring 29, 37,
and 47 mm in anteroposterior, transverse and craniocaudal
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dimensions, respectively (Fig. 1). Lesion is seen causing mass
effect on submandibular neck and trachea. The protruded
mass is seen to cause a significant mass effect on the
nasopharyngeal airway and impedes fetal swallowing, which
leads to maternal polyhydramnios. Fetal echocardiography
revealed transposition of great arteries and a small inlet
type of ventricular septal defect (VSD) (Fig. 2). In addition,
duplication of the gallbladder was noted (Fig. 3).

Fetal magnetic resonance imaging (MRI) was performed
to reveal the extensions of mass and rule out other head and
neck anomalies (Fig. 4). Lips and hard palate were visualized
as intact by both US and MRI. In view of a combination
of anomalies not compatible with life, termination was
performed (Fig. 5). Abortus was subjected to an autopsy,
which confirmed findings. Histopathology revealed
immature teratoma (Fig. 6). Peripheral blood karyotype was
normal. The couple was informed about the possible risks in
the subsequent pregnancies.

Discussion

Teratomas are well-differentiated tumors with tissues derived
from all three germ layers, which are foreign to the anatomical

Fig. 1: Ultrasound of the fetus revealed a cystic mass arising
from the oropharynx, submandibular region, and anterior aspect
of the neck

site of origin. Most of the teratomas are benign, but reports
of malignant teratomas do exist.

The exact pathogenesis of its development is unknown.
According to one of the accepted theories, it is speculated
that the totipotent embryonic tissues adjacent to the
primitive streak and notochord are displaced by some
unknown mechanism during ontogenesis.’

The tissues often found in these consist of cartilage,
bronchial epithelium, and brain tissues. Another
pathological variant of epignathus is “fetus-in-fetu” occurs
due to the incomplete twinning of monozygotic twins of
development.'"2

Epignathus is an uncommon tumor attached to the skull
base, usually to the hard palate or the mandible.*® Incidence
approximately 1:35000-1:200000 live births."® The clinical
presentation is variable depending on the size of the mass.
The newborn may be either asymptomatic or may present
with feeding difficulty, stridor, or recurrent apnea.”®'° Giant
epignathus fill the oral cavity and protrude from the mouth
resulting in respiratory compromise.*” In our case, the
teratoma was huge enough to cause respiratory compromise
along with feeding problems.

-— -
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Fig.3: Ultrasonogram revealed a duplication of the gallbladder

and suboptimally distended stomach due to impeded fetal
swallowing

Fig. 2: Fetal echo revealed VA discordance and the parallel alignment of the great arteries, 3VT view showing altered anatomical
relationships features of transposition of great arteries and small inlet type of VSD
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B 7 c ‘ Fig.5: Image of abortus showing multiple cystic lesions arising
from the oropharynx

Fig. 4: Fetal MRI: sagittal T2 weighted images showing
multiseptated cystic lesions arising from the oropharynx,
submandibular region, and upper neck

R = :
Fig. 6: Photomicrograph showing cells of ectoderm, mesoderm, and endodermal origin. Multiple immature cells noted. No signs
of malignancy
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