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Abstract
Epignathus is a rare congenital orofacial teratoma. Teratomas are tumors that originate from all three germs cell layers. Tumor size is 
an important prognostic factor, and we describe the case of massive epignathus identified by sonography at 25 weeks. Our case was 
a 35-year-old pregnant woman that was subjected to a routine ultrasound at 25 weeks of gestation, and epignathus was diagnosed. 
Labor pain started in the 28th week of the pregnancy, so the dead fetus was aborted, and curettage was conducted. A pathologic sam-
ple was sent to the laboratory, and benign teratoma was diagnosed. Because fetal epignathus has a wide range of outcomes, early 
prenatal diagnosis is essential for optimal management.
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Introduction

Head and neck tumors are rare. Epignathus is a rare con-
genital orofacial teratoma of Rathke’s pouch, and it usually 
appears as a mass that involves the sphenoid and the skull 
base [1-3]. Although several cases of epignathus were re-
ported previously, its incidence is one per 35,000 to one 
per 200,000 births [4]. Epignathus has a wide range of out-
comes; the tumor size and resultant respiratory distress of 
the newborn are the most important factors affecting the 
prognosis and the management plan [5, 3, 22]. 

Polyhydramnios due to impaired fetal swallowing, in-
trauterine death due to fetal hydrops and pre-eclampsia 
are all acute presentations [3]. In the living delivered fetus, 
immediate management of the airway subsequent to deliv-
ery is an emergent procedure that can prevent death in a 
neonate. Thus, the antenatal diagnosis is essential [1, 3]. 
In previously reported cases, some extraordinary charac-
teristics were presented, but none of them were too mas-
sive and huge. However, we will present a case of massive 
epignathus.

Case presentation

A female 35-year-old patient was referred to Imam Reza 
Hospital, Kermanshah, for the first time, to be evaluated 
by routine sonography. She did not have any previous sys-

temic disease. She had two curettages two and four years 
ago because of abortions in the second and third months 
of pregnancies. The patient complained of mild vaginal dis-
charge but denied any amniotic fluid leakage. Based on 
the sonography, the fetus was female, and it was in cephal-
ic presentation. The fetus was alive, and the patient was 
25 weeks pregnant. When assessing the head and face, a 
mass was observed in the anterior part of the face. There 
were also some echogenic spots with posterior shadows in 
some parts of the tumor (Figures 1-2). 

Although the tumor was massive and it concealed the 
face, the main source of the tumor was not evident; none-

Figure 1: A heterogeneous, cystic-solid mass with calcified por-
tions, anterior to the face.
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Discussion

Teratomas are rare tumors that may arise from different 
parts of the body. However, tumors arising at the level of 
the skull base are even rarer and are called epignathus [6]. 
Up to now, just less than 200 cases of this kind have been 
reported, and each one has had its specific characteristics 
and features. The sizes of reported teratomas are various; 
nevertheless, in our case, it was enormous. Tumor sizes 
found in other reports are presented in Table 1.

The largest tumor was reported by Yanez et al., and it 
was 30 cm × 40 cm [7].

Epignathus can originate from face bones, especially 
the palate, sphenoid, and ethmoid; in some cases, the tu-
mor is too big and comes out of the mouth [1]. This mass 
could lead to disorders in swallowing and it might increase 
the amniotic fluid. Epignathus has a wide range of out-
comes. The tumor size is an important factor affecting the 
prognosis and the management plan [3-5], and our case 
had a considerable size. The fetus was dead at 28 weeks. 
In the case of small tumors, the neonate could survive via 
surgery and controlling the airways. 

Polyhydramnios was not observed in our case or Has-
san’s case [9]. The likely cause of this phenomenon may be 
the preterm premature rupture of membranes (PPROM) in 
our case. According to the medical history, the patient had 
vaginal discharge, but amniotic fluid leakage was not not-
ed, although paraclinical tests were not performed. In other 
reported cases, there were some degrees of polyhydramni-
os due to impaired fetal swallowing [6, 10]. In our case, the 
tumor was a benign teratoma, and it was similar to those 
reported by other studies [6, 11]. This type of tumor is usu-
ally benign, and its malignant variant is rarely reported [8].

Early diagnosis of the disease is possible, and some 
authors have reported this type of tumor even by the 15th 

Figure 2: Calcified portions are apparent. Note the downward 
displaced mandible and extremely opened moth.

Figure 3: The aborted fetus.

theless, the fetus’ mouth was wide open and it was sup-
posed that the tumor is originating from the hard palate. No 
other anomaly was found in other parts of the body. The lev-
el of amniotic liquid was normal. No other apparent anoma-
ly was reported regarding the rest parts of the body. Labor 
pain started in the 28th week of the pregnancy and the dead 
fetus was aborted. A large, 180 × 130 × 110 mm lobulated 
mass was extruded from the extremely opened mouth of 
the fetus (Figure 3). A pathologic sample was sent to the 
laboratory and benign mature teratoma was diagnosed.
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week of pregnancy [1]. Since the tumor presented was 
very large, it was possible to diagnose the disease quicker 
if the case would have been referred earlier; nevertheless, 
it would not have any impact on the disease prognosis. Fe-
tal teratomas have different types of differentiation, varying 
from tumors containing mature tissue like bones to imma-
ture teratoma [6]. Accurate sonography is needed to eval-
uate the anatomy of the fetus. Sonographic findings are 
often represented by a cystic mass with heterogeneous 
echogenicity and frequently echogenic foci due to calcified 
components, in front of the face or within the mouth. In 
addition, maternal serum alpha-fetoprotein may increase. 
Also, because of swallowing disorders of the fetus, poly-
hydramnios may be observed [1, 12]. Intrauterine death 
due to hydrops and pre-eclampsia are other forms of acute 
presentation [3, 11]. 

Teratomas have varied etiologies. Chromosomal abnor-
malities are associated with cases of congenital teratomas, 
which commonly include trisomy 13, ring X-chromosome, 
mosaicism with inactive ring X-chromosome, gonosomal 
pentasomy 49, gene mutations, or abnormalities in the ear-
ly embryonic development [22]. The tumor is composed of 
at least two germ cell layers [6]. Epignathus is more com-
mon among females [13], and the fetus was female in our 
case, too. The origin of this tumor is not yet recognized. 

Conclusion

Because the prognosis and management of epignathus 
depend on tumor size, early prenatal sonographic diagno-

sis is an important aspect in terms of follow-up and deci-
sion making.
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