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Unicystic ameloblastomas are a rare type of Ameloblastoma that 

clinically, radiographically present as a cyst but on histological 

examination show a typical ameloblastomatous epithelium. The 

concept of this tumour was first introduced by Robinson and Martinez 

in 1977. This is a case report of a 10 year old child presenting with a 

mandibular swelling and a peculiar radiological finding, highlighting 

the importance of histological examination in the diagnosis of 

unicystic ameloblastoma. A brief review of the pathogenesis of 

unicystic ameloblastoma and the various histological patterns that play 

a role in the diagnosis of a unicystic ameloblastoma and formulating 

the definitive treatment approaches for such lesions has been 

discussed. 
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Introduction:- 
Unicystic ameloblastoma is a rare type of ameloblastoma, accounting for about 6% of ameloblastomas (V. 

Nagalaxmi et al., 2013). This tumour was first introduced by Robinson and Martinez in 1977 (Yunus et al., 2009). 

This lesion shows clinical and radiographic characteristics of an odontogenic cyst but histologic examination is 

paramount in the diagnosis of the lesion (Gupta SS et al., 2011). This paper presents a case of a swelling of the 

mandible highlighting the same. 

 

Case Report:-  
A 10 year old boy presented with a slowly growing swelling on the right side of the mandible since one year. No 

history of trauma, pain, difficulty in swallowing or occlusion was reported. On physical examination face appeared 

asymmetrical with a diffuse swelling over the right side of the face. The skin was not attached to the underlying 

swelling and the inferior margin of mandible was continuous. Intraorally, a single, smooth swelling over the right 

mandibular alveolar ridge extending from 83 to 46 antero-posteriorly and causing expansion of the buccal cortical 

plate obliterating the buccal vestibule and slight expansion of the lingual cortical plate was noted. Overlying mucosa 

appeared blanched. Carious root piece of 83 was evident. On palpation, the swelling was bony hard, smooth and 

non-tender. No neck nodes were palpable. Systemic examination was normal. A provisional diagnosis of 

Keratocystic odontogenic tumour/OKC was agreed upon, with a differential diagnosis of dentigerous cyst, 

ameloblastoma and radicular cyst. An orthopantomogram (OPG) was done, which showed large unilocular 

radiolucent lesion in the right side of mandible associated with impacted 43, 44 and 45, 84 appeared to be within the 

cystic cavity. Mandibular true occlusal showed an expansion of the buccal cortical plate.  
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On histological examination, a cystic lining with basal cells that appeared columnar to cuboidal with hyperchromatic 

nuclei showing reverse polarity (ameloblast like cells) were noted. Luminal proliferation was seen. The suprabasilar 

cells were loosely arranged resembling stellate reticulum like cells being consistent with a unicystic ameloblastoma. 

 

 
Fig 1:-intraoral swelling                                                Fig 2:- OPG 

 

 
Fig 3:- Mandibular True Occlusal 

 

 
      Fig 4:- H and E stained section (100x )         Fig 5:- H and E stained section (400X) 

 

Discussion:- 
Unicystic ameloblastoma usually occurs in younger age group and more than 90% are located in the mandible. 

(Figueiredo NR et al., 2015) Clinically it presents as a dentigerous type (associated with an impacted tooth) and a 

non-dentigerous type (not associated with teeth). (Deepalakshmi et al., 2017) 

 

Leider et al. (Leider AS et al., 1985) proposed three pathogenic mechanisms for the evolution of UA: (1)The 

reduced enamel epithelium which is associated with a developing tooth undergoes ameloblastic transformation with 

subsequent cystic development. (2)Ameloblastomas arise in dentigerous cysts or in others in which the neoplastic 
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ameloblastic epithelium is preceded temporarily by a non-neoplastic stratified squamous epithelial lining. (3) A solid 

ameloblastoma undergoes cystic degeneration of the ameloblastic islands, with subsequent fusion of multiple 

microcysts and develops into unicystic lesions. The mechanism of cystic transformation is not certain, however the 

various theories include epithelial dysadhesion due to defective desmosomes or intrinsic production of proteinases 

like metalloproteinases, serine proteinases; the enzymes that normally degrade the central zone of the enamel organ 

after tooth development. (Rosenstein T., 2001) 

 

Calretinin is a calcium binding protein found in normal human tissues and tumours like ameloblastoma. Studies 

have shown that calretinin is expressed only by UA indicating that it may be a specific marker for unicystic 

ameloblastoma (Anandani C et al., 2014; D'silva S et al., 2013). Bologna-Molina et al. (2008) found reduced 

expression of syndecan-1 in solid ameloblastoma when compared to unicystic ameloblastoma. Loss of syndecan-1 

indicates unfavourable prognosis in epithelial tumours. Modolo et al. (2004) observed strong expression of the α1, 

α2, α3, α5, αv, β1, β3 and β4 integrins in luminal unicystic ameloblastoma. It was observed that a decrease in 

integrin expression is related to tumour growth and invasion of neighbouring structures. Various studies indicated 

that the proliferative markers like PCNA and Ki-67 were increased in the basal cells and cells of mural proliferations 

of unicystic ameloblastoma (Bologna-Molina R et al., 2013). High osteopontin expression and CD 44 v6 expression 

were found in unicystic ameloblastoma which is said to enhance tumour cell migration, invasion and spread. Twist 

is a mesoderm determining factor and it is a highly conserved basic helix loop transcription protein essential in 

embryological morphogenesis. Its high level in tumour will promote bone metastasis by bone remodelling. A higher 

expression is found in solid ameloblastoma as compared to unicystic ameloblastoma. (Zhong Y et al., 2011) 

 

Ackermann classified this entity into the following three histologic groups: 

Group I: Luminal UA, Group II: Intraluminal/plexiform UA and Group III: Mural UA  

There is difficulty in determining the most appropriate form of treatment for these lesions. According to some 

authors, the presence of mural proliferation increases the rate of recurrence. For others, the choice of treatment for 

unicystic ameloblastoma, enucleation or surgical resection, depends on the severity and type of odontogenic 

epithelial mural proliferation (Garcia NG et al., 2016). 

 

Philipsen and Reichart classified it as: 

 

Subgroup 1: Luminal UA 

Subgroup 1.2: Luminal and intraluminal 

Subgroup 1.2.3: Luminal, intraluminal and intramural 

Subgroup 1.3: Luminal and intramural 

 

The first two groups of lesions may be treated successfully by enucleation or curettage; it has been suggested that 

recurrence following conservative surgery is more likely to occur in the third group and that these lesions should 

therefore be treated by radical resection, as for a solid or multicystic ameloblastoma (Garcia NG et al., 2016). 

 

Marx and Stern classified the lesion as ameloblastoma in situ (developing in and limited to the epithelial lining of a 

cyst), micro-invasive ameloblastoma (arising from the epithelial lining and proliferating into the connective tissue 

layer of the cyst) and invasive ameloblastoma (arising from the epithelial lining and proliferation through the 

complete thickness of the connective tissue layer of a cyst). They suggested that ameloblastoma in situ and micro-

invasive ameloblastoma should be treated with enucleation. Yet, invasive ameloblastoma should be treated with 

resection (Garcia NG et al., 2016). 

The present case did not show any evidence of mural proliferation. Hence, considering the age of the patient and the 

histopathological features, a conservative mode of treatment in the form of enucleation was advised. 

 

Conclusion:- 

It is of utmost importance to correlate histopathologic findings with clinical and radiographic features to arrive at a 

correct definitive diagnosis. The Pathologist should examine the tissue sections carefully in an attempt to determine 

whether ameloblastoma has penetrated the wall of the cyst or not so that the complications can be minimized. 
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