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Giant Plexiform Unicystic Ameloblastoma: A rare variant of Ameloblastoma
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Abstract

Ameloblastoma is the most common clinically significant odontogenic tumor of the gnathic bones, characterized as a benign
but persistent and locally aggressive neoplasm. According to the WHO, it presents in four forms: unicystic, multicystic,
peripheral (within soft tissue), and desmoplastic, with the conventional solid intra-osseous type being the most common (86%).
Microscopically, many subtypes or patterns have been described: follicular, plexiform, acanthomatous, papilliferous—keratotic
(including so-called keratoameloblastoma), granular cell, desmoplastic, vascular, and with dentinoid induction
(dentinoameloblastoma). This report describes a case of a giant unicystic ameloblastoma involving the left side of the mandible.
Radiographically appearing as a unilocular radiolucency and non-dentigerous in nature. Histopathological analysis showed

features of plexiform pattern of a unicystic ameloblastoma.
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Introduction

Churchill first used the term ameloblastoma in
19341, Ameloblastoma, is derived from the English
word “amel” which means enamel and the Greek word
“blastos” which means the germf. Ameloblastoma is
defined as most common benign epithelial odontogenic
tumor, which is slow growing, but locally aggressive,
persistent, and frequently recurrent®l. It accounts for
about 1% of all oral tumors and about 9-11% of
odontogenic tumorsl“. The majority of ameloblastomas
occur in the posterior mandible, with a wide variety of
radiographic and clinical presentations, each carrying
treatment and prognostic implications. The tumor arises
from the enamel organ or its progenitor cell linesf!.

Unicystic ameloblastoma (UA) is considered at
best an in situ or superficially invasive form of
ameloblastoma and accounts for 6% of reported cases
of ameloblastomal®). UA is defined as variant of
ameloblatoma in which there is de novo development of
a cyst or neoplasm (ameloblastomatous) development
in a pre-existing cyst®®. We report a case of giant
plexiform unicystic ameloblastoma which is a relatively
rare variant of UA.

Case Report
A 22-year-old male patient presented with the chief
complaint of left side progressively increasing facial

swelling since 2 years. Swelling initially appeared in
the left infraorbital region and gradually increased in
size completely involving the left side of the face.
Swelling was painless initially, but the patient now
complains of mild persistent pain. The patient was
prescribed antibiotics and ointments by a general
practitioner multiple times in the last 2 years

The swelling was roughly oval in shape with
approximate size of 16 x 13 x 12.5 cm.The margins of
the swelling were diffuse. The skin overlying the
swelling was smooth with a scar mark in the centre due
to local application of some ointment given by general
practitioner (Fig. 1).

-
Fig. 1: Diffuse large swelling involving the left side
of the face

On local examination, swelling was found to be
firm to soft and temperature of overlying skin was
slightly elevated. At angle of mandible expansion of the
cortical plates was noted. Intraoral examination
revealed a single swelling in retromolar area.

Clinically provisional diagnosis of benign
odontogenic lesion was made. Differential diagnosis of
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ameloblastoma, dentigerous cyst,
carcinoma was considered.

Radiologically, on sonography the lesion showed a
well-defined unilocular radiolucency involving the left
side of the mandible extending to the posterior border
of the body and ramus of mandible. No evidence of
cervical lymphadenopathy.

CT scan of the lesion showed a large expansile
unilocular osteolytic lesion in the posterior part of body
and ramus of the mandible measuring 20x13x13 cm.
Lesion seems to be compressing and displacing the
maxilla and airway towards the right side.

Routine investigations were performed and all the
haematological and biochemical parameters were
within normal limits. A fine needle aspiration cytology
was then performed, yielding straw coloured fluid
which only revealed few macrophages, neutrophils and
mononuclear cells against a proteinaceous background

(Fig. 2).

and maxillary

-
-~ -
-
i

Fig. 2: Smears prepared from centrlfuge deposit
only revealed few macrophages, neutrophils and
mononuclear cells against a proteinaceous
background

Due to the large size of lesion, a segmental
mandibular resection was planned. We received a
specimen which revealed a well circumscribed tumour
mass measuring about 12 cm X 10 cm, firm in
consistency. Outer surface of mass was smooth with
attached soft tissue, cut surface of which showed a
cystic sac filled with gelatinous material, at places
thickening of the cyst wall was evident (Fig. 3, 3a).

n A e
Fig. 3, 3a: Gross appearance: Specimen shows a well
circumscribed tumor mass measuring about 12 cm
X 10 cm, the cut surface is cystic sac like, foci of
thickening of the cyst wall is detected

Microscopically, a fibrous cyst was lined by
odontogenic epithelium, presence of basal cells with
hyperchromatic  nuclei, nuclear palisading with
polarization and covered by loosely arranged stellate
reticulum-like cells. The proliferation of these cells was
noted in cystic lumen arranged as interconnecting
strands and cords in a plexiform pattern (Fig. 4).

Fig. 4: H & E stained section showing ameloblastic
cystic epithelium showing intraluminal proliferation
in the form of plexiform pattern (a) H & E stain;
10x and (b) H & E Stain; 40x

Discussion

Robinson and Martinez! considered
ameloblastoma only if one or more of the following
criteria were present:
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e Inthe lining epithelium the basal cells were clearly
columnar  with hyperchromatic nuclei and the
overlying cells were only loosely textured with the
absence of “cohesiveness”,

o Downgrowth of ameloblastic epithelium into the
connective tissue portion of the cyst wall,

e Presence in the connective tissue portion of the
cyst wall of islands composed of a periphery of
columnar epithelial cells and a centre identical to
stellate reticulum,

e Intralumenal nodules composed of anastomosing
cords and islands of epithelium

Ackermann et al.[’l histologically classified UA
into following four histologic subgroups: (1) luminal
UA; (1.2) luminal and intraluminal UA; (1.2.3) luminal,
intraluminal, and intramural UA;(1.3) luminal and
intramural UA. The case described above shows
presence of a reticulated plexiform pattern of cells
involving the cyst lining and reaching upto the cystic
lumen. Hence, as per Ackerman classification it
belongs to the subgroup (1.2).

Philipsen and Reichart® in their critical review of
193 cases of UA divided the material into two
categories: UAs associated with an unerupted tooth and
UAs lacking an association with an unerupted tooth.
The present case was not associated with any unerupted
tooth, so this tumor can be termed as non-dentigerous
variant.

Approximately 85% of ameloblastomas arise in the
mandible, with the majority occurring in the
molar/ramus area. Maxillary tumors also develop most
frequently in the molar region but occasionally may be
seen in the anterior regions, maxillary sinus, and nasal
cavityl®l, Present case supports a marked prevalence for
mandible.

UA differs in gender distribution depending upon
its association with unerupted tooth. Dentigerous
variant shows a slight male predominance with a
male: female ratio of 1.6:1. However, in non-
dentigerous variant the gender ratio is reversed to a
male: female ratio of 1: 1.8[8l, The present case though
being the non-dentigerous variant, as opposed to the
above findings was seen in a male patient.

Cases associated with an unerupted tooth show a
mean age of 16 years as opposed to 35 years in the
absence of an unerupted tooth®. The mean age is
significantly lower than that for solid/multicystic
variantl’l. However, in present non-dentigerous case
patient’s age is lower (22 years) than the mean age.

UA can be differentiated from other types of non-
neoplastic odontogenic cysts by investigating the
expression of calretinin. Expression of calretinin was
demonstrated in 93.5% of invasive ameloblastomas and
81.5% of UA. However, lesions like odontogenic
keratocysts, residual apical periodontal cysts, or
dentigerous cysts failed to show the expression
suggesting that calretinin may be a specific marker for

ameloblastic tissues™™. Other markers like lectins (Ulex
europaeus agglutinin | and Bandeiraea simplicifolia
agglutinin 1), proliferating cell nuclear antigen and Ki-
67 may also be helpful in differentiating UA from any
other cyst{*112.13],

UA require less aggressive therapy, necessitating
only enucleation of the cystic tumor with curettage and
possible “bone burring” deemed adequate. Unicystic
lesions treated less aggressively have recurrence rates
of ~5%"P3, For plexiform variant, recurrence rate after
enucleation alone is the highest (30.5%), while
resection results in the lowest recurrence rate (3.6%)M14.
In our case, radical resection approach was considered
to avoid the chances of recurrence as the lesion was
extensively large in size and plexiform pattern was also
present histologically.

Conclusion

The clinical differential diagnostic consideration
for unicystic lesions includes benign odontogenic cysts
and neoplasms. Hence the chances of treating the lesion
conservatively with enucleation are more. However,
this  misdiagnosis  increases the chances of
complications and recurrence. Unicystic lesions treated
less aggressively have recurrence rates of 5%. In order
to avoid this we would like to emphasize the
importance of clinico-radiological and pathological
correlation of all lesions mimicking odontogenic cyst
prior to the treatment plan.
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