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INTRODUCTION

E pignathus is a rare oropharangeal teratoma arising 
from upper jaw, palate and sphenoid bone.[1-4] Its 

incidence ranges from 1:35,000 to 200,000 live births 
and has a female predominance.[1,5,6] An immature 
component with associated signs of  malignancy is 
rare.[1,2,7] We present a case of  a 25-year-old female who 
presented to the emergency department with 7 months 
of  amenorrhea and abdominal pain and delivered a 
male baby with huge mandibular mass which was later 
confirmed as epignathus with fetiform features. Since 
the baby had respiratory distress, the pediatrician tried 
to revive the baby; unfortunately, the baby succumbed 
to death. We hereby emphasize the prenatal diagnosis 
of  these tumors by radiological examination so that an 
aggressive multidisciplinary treatment approach can be 
planned after delivery.[7] Although prenatal diagnosis 
of  these life-threatening tumors is essential, managing 
them in well-equipped hospitals with multidisciplinary 
facilities for resuscitation and later resection of  the 
tumor is required to reduce the mortality.

CASE REPORT

A 25-year-old female presented to the emergency 
department with 7 months of  amenorrhea and 
abdominal pain. She had regular antenatal checkups 
in a rural hospital, with uneventful first trimester. 
Antenatal abdominopelvic ultrasound done in 
that rural hospital at 24 weeks showed a single, 
live intrauterine fetus with mild polyhydramnios. 
Examination in our hospital revealed full-term 
uterus, with inability to palpate the fetal parts. Fetal 
heart sounds were heard, but feeble. Ultrasound 
examination revealed severe polyhydramnios and a 
single live fetus of  gestational age 28–29 weeks with 
cephalic presentation associated with a huge mixed 
echogenic mass lesion measuring 10 × 8 × 6 cm on 
the anterior surface of  the mandible. A diagnosis of  
mandibular mass with severe polyhydramnios was 
made. In view of  fetal distress, an emergency lower 
segment cesarean section was undertaken, and she 
delivered a male baby weighing 1.35 kg. The baby 
had a huge pedunculated mass protruding from the 
oral cavity, arising from the posterior end of  palate. 
Since the baby was in severe respiratory distress, the 
pediatrician tried to revive and secure the airway, but 
unfortunately the baby succumbed to death.

On autopsy, a pedunculated mass arising from the 
posterior end of  palate through the basisphenoid, 
measuring 9.5 × 7.5 × 6 cm, was seen protruding from 
the oral cavity [Figure 1a]. The external surface showed 
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ABSTRACT

Epignathus is an extremely rare oropharyngeal teratoma that commonly arises from the palate, leading to a high mortality 
(80–100%) due to airway obstruction in the neonatal period. We present a case of epignathus immature teratoma with 
fetiform features, originating from basisphenoid in a 28-week preterm male baby, who succumbed to death immediately 
after birth. Since epignathus is a life-threatening condition at the time of delivery, a prenatal diagnosis is essential to 
coordinate the treatment and appropriate management by securing the airway, either by endotracheal intubation or 
tracheostomy followed by complete resection of the tumor.

Keywords: Epignathus, fetiform, immature teratoma, resection

C
as

e 
R

ep
or

t

Article published online: 2020-01-29



Journal of Laboratory Physicians / Jan-Jun 2011 / Vol-3 / Issue-1 57

bilaterally symmetrical skin buds appearing like developing 
fetal parts. A postmortem plain radiograph [Figure 2a, b] 
and computed tomography (CT) scan [Figure 2c, d] revealed 
a heterogeneous dense mass arising from basisphenoid, 
with no intracranial extension. Cut section of  the mass 
showed variegated appearance, fat tissue and bony areas. 
Microscopically, the mass was composed of  mature 
components of  all the three germ cell layers comprising 
stratified squamous epithelium, nervous tissue, intestinal 
epithelium, respiratory epithelium, cartilage, bony tissue, 
skeletal muscle, adipose tissue and blood vessels [Figure 1b, c]. 
Foci of  immature neuroepithelial components comprising 
small round cells forming rosettes and tubules were also 
found [Figure 1d]. So, a final diagnosis of  epignathus 
immature teratoma (grade 1) with fetiform features was made.

DISCUSSION

Ehlrich classified oropharyngeal tumors according to the 
site of  origin as episphenoid, epipalatine and epignathus 
tumors.[2] The incidence of  epignathus is between 1 in 
35,000 and 200,000 live births.[5] Nogales et al. reported 
a single case of  epignathus in 800,000 deliveries in east 
Andalusia.[2] They occur predominately in female babies at 
a ratio of  3:1 and originate from craniopharyngeal canal or 
Rathke’s pouch.[2,3] The present case was a male baby and 
the site of  origin was basisphenoid. Teratomas in newborn 
can also occur in saccrococcygeal region (commonest site), 
gonads, head and neck, mediastinum, retroperitoneum, 
brain, spinal cord and liver. Malformations associated with 
epignathus are cleft palate (commonest), bifid tongues 

and bifid nose.[2] Epignathus can be associated with 
Pierre Robin syndrome, with features like cleft palate, 
glossoptosis, and microretrognathia.[2,8] However, our case 
had no other malformations. Many theories have been 
postulated for the etiopathogenesis of  these tumors such 
as incomplete attempt to formation of  Siamese twins from 
the 3rd week of  gestation, persistence of  a totipotent cell 
during embryogenesis and parthenogenetic transformation 
of  a germ cell to a teratoma.[2] Cytogenetic studies of  
epignathus and other extragonadal teratomas usually show a 
karyotype identical to that of  the host, suggesting a mitotic 
origin from a totipotential diploid cell.[2] Malignant change 
in epignathus is very rare.[1,2,7] Associated preeclampsia and 
increase in amniotic alpha-fetoprotein (AFP) have been 
described.[2] In our case, the mother had no preeclampsia 
and amniotic fluid AFP levels were not measured since 
the diagnosis of  epignathus was not suspected. A prenatal 
diagnosis either by abdominopelvic ultrasound or magnetic 
resonance imaging (MRI) is the most important step in the 
management of  these life-threatening lesions.[2,3,9,10] This 
will determine its relationship to surrounding structures, 
its extension and any complications caused by the tumor. 
Mortality rates associated with large teratomas in the 
head and neck are generally high in the absence of  a well-
prepared resuscitation team or meticulous delivery planning 
to secure the airway. The patient’s airway must be secured 
either by endotracheal intubation or tracheostomy. A purely 
endoscopic transpalatal endonasal approach is an excellent 
alternative for the conventional transfacial approach. [5] 
Recent advances in multidisciplinary management of  
epignathus include EX utero Intrapartum Technique (EXIT 
procedure)[4] or the Operation On Placental Support 

Figure 1: (a) Gross photograph of the dead male baby showing 
huge intraoral mass. (b) Microphotograph of the mass showing 
cartilage, adipocytes and smooth muscle tissue (H and E stain, 10×). 
(c) Microphotograph showing bony tissue and adipocytes (H and E 
stain, 10×). (d) Microphotograph showing immature neuroectodermal 
epithelium (H and E stain, 10×)

Figure 2: (a) Postmortem plain anteroposterior radiograph 
of the baby showing heterogeneously dense intraoral mass. 
(b) Lateral view of the mass. (c) Sagittal reformatted CT scan 
showing heterogeneous density mass arising from basisphenoid 
with no intracranial extension. (d) Sagittal view with 3D  
reconstruction
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(OOPS procedure).[4,8] This technique leaves an intact 
feto-placental circulation which confirms normal fetal 
oxygenation, while fetal airway patency is secured either by 
tracheal intubation or tracheostomy. Once a stable airway is 
obtained, the cord is clamped and infant stabilized. In our 
case, since the baby was in severe respiratory distress, the 
pediatrician tried to secure the airway, but unfortunately, 
the baby succumbed to death.

We hereby conclude that although prenatal diagnosis of  
these life-threatening tumors is essential, managing them in 
well-equipped hospitals with multidisciplinary facilities for 
resuscitation and later resection of  the tumor is required 
to reduce the mortality.[3,11-15] 
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