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Abstract We report a rare case of epignathus (oropha-
ryngeal teratoma) in a neonate, who presented with a
midline mass covered with skin and multiple hairs pro-
truding from the Palate and associated with bifid tongue
and ranula. With the characteristic presentation, diagnosis
of oro/oropharyngeal teratoma was made and a massive
internet search revealed very few reported cases of
“epignathus”. It is unfortunate that the survival of such
neonates is only moderate. Prenatal scans and follow up in
an institution can prepare the multidisciplinary team to
save the child. EXIT procedure to excise the mass or secure
the airway, with future repair of the palate is the treatment
option available. This case report emphasizes the
rare clinical presentation of the disease and the prenatal
diagnosis of such a condition can help in prompt decision
making and management.
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Introduction

Teratomas are one of the oldest tumours known to man-
kind. The term teratoma is derived from the Greek word
“teraton” meaning monster, owing to the giant size and
associated disfigurements. The teratomas are commonly
seen in sacrococcygeal region, ovary, testes, retro-peri-
toneum and mediastinum with incidence of 1 in 35,000 live
birth [1]. This tumour is very rare in head and neck region
accounting for only 2-9% of all teratomas [2]. These
tumours show female preponderance [2]. Embryologically
these tumours arise from pluripotent stem cells lost during
the migration from yolk sac in 4th and 5th gestational week
[3]. They have all three germ cell layers, hence they are
capable of differentiating into bone, cartilage, teeth, and
skin etc.

The term “epignathus” is used for teratomas of
oropharyngeal origin arising from palate, base of sphenoid
and are exceedingly rare with incidence of 1 in
35,000-200,000 live births [4]. They are also associated
with multiple congenital anomalies leading to high inci-
dence of mortality in peripartum period.

Case Report

1 week old male baby born at 38 weeks of gestation by
normal vaginal delivery was referred to the ENT depart-
ment from neonatal ICU in view of a mass protruding from
mouth. Mother was 26 year old and this was her fourth
pregnancy. She was not registered and no trimester scans
were done. It was a home delivery. Other children were
normal and did not have any similar issues. There was no
respiratory distress and vitals were normal. Weight of the
baby was 2.5 kg. Ryle’s tube feeding was started as the
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child was not capable of breast feeding. On examination,
there was a 7 cm pedunculated mass seen protruding out of
the oral cavity and there was polydactyly (Fig. 1). The
mass was seen covered with skin and multiple hair could be
noted over it. It was soft in consistency and pedicle was
found to be attached to the palate (Fig. 2). There was
duplication of tongue with cystic swelling in floor of mouth
which was suspicious of ranula (Fig. 2). CT was done and
it revealed hypo dense (most probably fat filled) mass
arising from palate with a defect in the palate(Figs. 3, 4).
Nasal cavity was found to be normal. Provisional diagnosis
of oropharyngeal teratoma (epignathus) was made. Patient
was planned for cardiology assessment and then Excision
of the mass and the ranula was planned with repair of the
palatal defect later but neonate succumbed to the disease.
The purpose of the article is to emphasize on the rarity of
this entity and its associated anomalies as seen in our case.

Discussion

Teratomas are germ cell tumours commonly seen in the
sacrococcygeal region. Head and neck teratomas is a rare
clinical entity. It is reported to be common in females than
males [5]. In this case report, the neonate was a male
patient. Oropharyngeal teratomas arising from the palate
and base of sphenoid bone regions are termed as Epignathi
[5].

The location of the tumour can jeopardize the neonate’s
airway and cause feeding difficulties in the post natal
period. This tumour is associated with various other con-
genital anomalies like duplicate tongue, bifid uvula, ranula,
congenital heart disease etc., and most often these neonates
fail to survive because of these associated comorbidities
and airway obstruction [5]. These tumours can be seen with
syndromes like Pierre Robin syndrome, Down’s syndrome
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Fig. 1 Epignathus with ranula and duplicate tongue
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Fig. 2 Skin lined midline protruding mass from the palate with
multiple hairs over it characteristic of teratoma

Fig. 3 3D reconstructed image

and Trisomy 13 [6]. In this case, the neonate had a bifid
tongue, ranula, cleft palate and polydactyly.

Pathogenesis is due to the faulty migration of primordial
germ cells during fourth and fifth week of gestation [7].
These tumours can have various maturation level and it is
possible to find tissues arising from all the germ layers at
different stages of maturation [8]. They can be classified as
Mature and Immature types on the basis of differentiation
[9]. Mature type reveals skin and its appendages, fat,
muscle, cartilage and bone whereas in immature type these
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Fig. 4 Hypodense mass (fat filled) attached to the palate and with
palatal defect

differentiation are not complete. The malignant transfor-
mation of this lesion is a very rare condition and commonly
seen in the sacrococcygeal region [10].

Prenatal diagnosis plays a vital role in the management.
Teratomas are often associated with polyhydramnios.
Ultrasound and MRI are useful radiological investigations to
confirm the diagnosis. In this patient, there was no history of
registration of pregnancy and the trimester scans. Early
diagnosis can help in the holistic planning of the peripartum
management. Alpha fetoprotein can be used as a prognostic
tumour marker in such lesions. Very high value of alpha
fetoprotein is diagnostic of malignant transformation [11].

In case, large mass with propensity to cause airway
obstruction is diagnosed in the trimester scans, then the
planning of EXIT (Ex-utero Intrapartum Treatment) pro-
cedure or OOPS (Operation on Placental Support) is to be
made [12]. Neonates airway is secured by tracheostomy or
resection of the tumour while maintaining uteroplacental
circulation. In cases where the diagnosis is made after
birth, multidisciplinary approach is needed to resuscitate
the neonate and establish the airway. Team of Neonatolo-
gist, NICU and ENT surgeons with Anaesthetist are needed
in immediate management of the airway obstruction and
then plan for teratoma excision. In some cases where the
mass is not causing respiratory distress, excision of mass
and the repair of defect should be planned. These neonates
will need a nasogastric tube for feeding. But some neonates
don’t survive and succumb to the disease before or in the
perioperative period.

Teratomas are rare tumours and in a massive internet
search only few cases of Epignathus were found. Early
diagnosis in the prenatal period plays a crucial part in the

peripartum management. The awareness of importance of
trimester scans should be known by the common people.
In conclusion, teratomas are rare growths in head and neck
region with poor prognosis because of the associated
anomalies, respiratory distress after birth and feeding dif-
ficulties. Holistic planning is needed to save the neonate
and judicious counselling in the pre natal period is crucial
for the parents as it will be a disheartening news to them
about their baby. This case report emphasises the rarity of
the tumour and the importance of prudent pre natal
assessment with trimester scans, with which the diagnosis
can be made early and the management can be planned in a
multi disciplinary approach.
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