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AbstrAct
Primary sinonasal ameloblastoma is an extremely rare odontogenic epithelial tumor 

histomorphologically identical to its gnathic counterparts but with distinct epidemiologic and 
clinicopathologic characteristics. We present a case of a 46-year-old female with a one year history 
of recurrent epistaxis, nasal obstruction and frontonasal headache. Clinical examination, CT scan 
and subsequent surgical excsion revealed an intranasal mass attached to the lateral nasal cavity 
with histomorphologic features of ameloblastoma and was signed out as extragnathic soft tissue 
ameloblastoma of the sinonasal area.  Extraosseous extragnathic primary sinonasal ameloblastoma 
are rare but do occur and should be distinguished from infrasellar craniopharyngiomas.
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Ameloblastomas are slow growing locally aggressive odontogenic epithelial tumors of the 
jaw and are classified into solid/multicystic, unicystic, desmoplastic, and peripheral subtypes.1,2,3 
They involve the mandible 80% of the time and are often associated with an unerrupted molar 
tooth. Extraosseous extragnathic Ameloblastomas are very rare, occurring less than 1.3 to 10% of 
all ameloblastomas with all cases reported so far arising from the sinonasal region.1,2,4 We present 
a case of primary sinonasal ameloblastoma in a Filipino female.

cAsE rEPOrt
A 46-year-old female consulted at the University of the Philippines - Philippine General 

Hospital Department of Otorhinolayngology with a one-year history of recurrent, spontaneous 
epistaxis from the right nose, associated with ipsilateral nasal obstruction, thin-brown rhinorrhea, 
and frontonasal headache relieved by oral paracetamol. Nasal endoscopy revealed a pale pink 
irregularly shaped polypoid mass attached to the lateral nasal wall  almost completely obstructing 
the nasal cavity. Plain coronal and sagittal CT images of the nasal cavity and paranasal sinuses 
showed opacification of the right nasal chamber by soft tissue densities with obstruction of 
the ipsilateral ostiomeatal unit and sphenoethmoidal recess (Figure 1). The sphenoid, frontal 
and contralateral paranasal sinuses and nasal vault were uninvolved. Incision biopsy was read 
as sinonasal exophytic papilloma and the mass was excised via endoscopic sinus surgery under 
general anesthesia. 
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Figure 1. Computed tomography scan of the head, plain, coronal cut at the level of the nasal cavity 
and paranasal sinuses. There is opacification of the right nasal chamber by soft tissue densities with 
obstruction of the ostiomeatal unit and sphenoethmoidal recess.

Figure 3. Image from another area showing the same epithelial trabecula and the edematous, myxoid stroma (Hematoxylin and 
Eosin, 10x). Inset: A typical epithelial island with the classic reverse polarization of the peripheral columnar cells (Hematoxylin 
and Eosin, 40x).

(Hematoxylin-Eosin, 10X)

(Hematoxylin-Eosin, 40X)

At the center of the epithelial islands, loose collections of stellate and 
spindly cells similar to the stellate reticulum of the embryonic enamel 
organ are found. Acanthomatous changes are present in the superficial 
layers. There is no atypia and no mitosis (Figures 2 and 3). This case was 
signed out as extragnathic soft tissue ameloblastoma.

DiscussiOn
Most reported cases of ameloblastoma in the sinonasal cavity 

actually describe tumors that originated from the maxilla and have 
only secondarily involved the sinonasal area.4 To date, the 26-year 
review by Schafer et al. of 24 primary sinonasal tract ameloblastomas 
at the Armed Forces Institute of Pathology remains the single largest 
series describing this entity.4 Although three additional case reports 
were recently published, to the best of our knowledge, this is the first 
case of primary sinonasal ameloblastoma in the Philippines.5,6,7 Unlike 
our patient, primary sinonasal ameloblastomas more commonly 
affect males with mean age at presentation of 59.7 years.1,4 Patients 
usually present with an intranasal mass, nasal obstruction, sinusitis 
and epistaxis of one month to several years duration.1,4 Radiologically, 
sinonasal ameloblastomas are solid masses or opacifications rather 
than multilocular and radiolucent as those that arise within the jaws.1

The submitted specimen consisted of a 2 cm by 0.8 cm cream white 
solid, soft to rubbery mass. On histologic examination, trabecula and 
islands of cytologically benign odontogenic epithelium permeate an 
edematous, myxoid, hypocellular stroma. Columnar cells that display 
palisading and reverse polarity, line the periphery of the epithelium. 
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The histomorphologic features of primary sinonasal ameloblastomas 
are identical to their gnathic counterparts and include unencapsulated 
proliferating nests, islands or sheets of odontogenic epithelium 
resembling the embryonic enamel organ. The epithelium is composed 
of a central area of loosely arranged cells similar to the stellate reticulum 
of the enamel organ and a peripheral layer of palisading columnar or 
cuboidal cells with hyperchromatic small nuclei oriented away from 
the basement membrane, the so called reverse polarity.1 Experts 
believe that primary sinonasal ameloblastomas arise from remnants of 
odontogenic epithelium, lining of odontogenic cysts, basal layer of the 
overlying oral mucosa or heterotopic embryonic organ epithelium.1,4 
This is supported by the observation that the ameloblastomatous 
epithelial proliferations are often seen in continuity with native 
sinonasal (schneiderian) epithelium.1,4 

This entity should be distinguished from an infrasellar 
craniopharyngioma which is an important differential diagnosis that 
is often difficult and often virtually impossible to differentiate from a 
primary sinonasal ameloblastoma solely on histomorphologic grounds. 
In most cases, however, clinicopathologic correlation guides the 
diagnosis8 and special stains are of limited utility.1

 Surgical excision is the treatment of choice, the type and extent of 
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Figure 2. Interconnecting trabecula and islands of benign odontogenic epithelium in an edematous, myxoid, hypocellular stroma 
(Hematoxylin and Eosin, 10x). Inset: An epithelial island with peripheral columnar cells that display palisading and reverse polarity. 
The center shows a loose collection of stellate and spindly cells, similar to the stellate reticulum of the embryonic enamel organ 
(Hematoxylin and Eosin, 40x).

(Hematoxylin-Eosin, 10X)(Hematoxylin-Eosin, 40X)

which is dictated by the size and localization of the lesion. Recurrence 
can occur, generally within two years but overall treatment success 
depends on complete surgical eradication. No deaths, metastases or 
malignant transformation have so far been reported1,4 and our patient 
is free of disease, 15 months post surgery.


