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TERATOMAS
Epidemiology

The word “teratoma” is derived from “teraton,” a Greek word meaning “a monster,”
highlighting what the ancients thought about these maldevelopments.1 The incidence
of teratomas is 1:4000 births.2 No sex predilection for teratomas in the head and neck
region has been observed.3 The etiology of teratomas is not fully understood; how-
ever, they likely occur in part when individual pluripotent cells fail to complete migra-
tion and continue dividing in an aberrant location, typically along the midline.4

Teratomas have been found to occur in isolation or in association with other anoma-
lies. Examples of previously reported comorbidities include central nervous system
lesions, Klinefelters, Trisomy 13, Trisomy 21, congenital heart defect, Beckwith-
Wiedemann syndrome, and cleft lip and palate.1
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KEY POINTS

� Teratomas and dermoid cysts are germ cell neoplasms that can occur in the cervical and
craniofacial regions.

� Presentation of these neoplasms varies in degree of severity, from cosmetic deformities to
airway distress requiring emergent intervention.

� Nasal lesions (particularly if suspicious for a nasal dermoid) require imaging before biopsy
to assess for intracranial extension.

� Treatment consists of airway management if respiratory distress is present, and early sur-
gical intervention.

� Postoperative follow-up is required to monitor for recurrence.

Otolaryngol Clin N Am 48 (2015) 121–136
http://dx.doi.org/10.1016/j.otc.2014.09.009 oto.theclinics.com
0030-6665/15/$ – see front matter � 2015 Elsevier Inc. All rights reserved.

mailto:koltai@stanford.edu
http://crossmark.crossref.org/dialog/?doi=10.1016/j.otc.2014.09.009&domain=pdf
http://dx.doi.org/10.1016/j.otc.2014.09.009
http://oto.theclinics.com


Classification

Teratomas are classified by the anatomic location in which they occur. General
anatomic classifications include the following:

� Gonadal: teratomas involving testis or ovaries
� Extragonadal: teratomas located in regions such as sacrococcygeal, medias-
tinal, gastric, retroperitoneal, intracranial, cervical, and craniofacial.1

The sacrococcygeal region is the overall most common location. This article fo-
cuses on cervical and craniofacial teratomas.
Teratomas in the head and neck region account for approximately 2% to 5% of all

germ cell neoplasms, with cervical teratomas being the most common. The incidence
of cervical teratomas is estimated to be between 1:20,000 and 1:40,000 live births and
are often identified on a prenatal ultrasound.5 Cervical teratomas may extend into the
mediastinum or displace the trachea, causing pulmonary hypoplasia.1 As a result,
there is an increased risk of respiratory-related morbidity and mortality and perinatal
fetal interventions, such as an EXIT (ex utero intrapartum treatment) procedure may
be required (refer to the article by Walz and Schroeder, elsewhere in this issue for
further detail). If untreated, cervical teratomas have an estimated mortality rate of
80% to 100%.
Craniofacial teratomas have occurred in the orbit, pharynx, oropharynx, middle ear,

sinonasal tract, and palate. A palatal teratoma is named an epignathus, and is the
most common craniofacial teratoma in newborns (Fig. 1). These teratomas can pre-
sent with fetal polyhydramnios due to impaired fetal swallowing and are often identi-
fied antenatally. Once identified, an EXIT procedure should be seriously considered.
An epignathus is typically attached to the palate via a stalk. After initial resection
and establishment of the airway, further imaging is necessary to determine persis-
tence of teratoma within the infratemporal fossa and parapharynx, as demonstrated
in Figs. 1 and 3.

Histology

Teratomas are composed of all 3 embryonic layers: endoderm, mesoderm, and ecto-
derm. They are further classified as being either mature or immature. Mature tera-
tomas are the most common histologic type in children and contain only mature
elements, such as skin, hair, fat, tissue, cartilage, bone, and glands.1,6 Immature ter-
atomas contain immature elements, such as neuroepithelial tissue and immature
mesenchyme.7 Microscopic foci of a yolk sac tumor, an immature element, have
been found to be a predictor of recurrence after resection.1 Congenital cervical tera-
tomas have an estimated 5% risk of malignancy, with risk increasing with advanced
age of diagnosis.3,8

Tumor Markers

Alpha-fetoprotein (AFP) is normally elevated in neonates and decreases in the post-
natal period. Persistently high AFP may be suggestive of a teratoma. Additionally,
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