Case Report

Intramural Plexiform Hemangiomatous
Proliferation: An Uncommon Vascular
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Variant in Unicystic Ameloblastoma
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ABSTRACT

Ameloblastoma are the benign, locally aggressive, slow growing solid or cystic neoplasms of the jaws containing odontogenic
epithelium in a connective tissue stroma. Their polymorphous nature is reflected by the diversity of known histological patterns of
presentation. The hemangiomatous ameloblastoma is the less commonly encountered histological pattern of ameloblastoma with
increased vascularity. The presence of ameloblastoma in the maxillary area is rare entity, and the hemangiomatous variation of
unicystic ameloblastoma in the anterior maxillary region has never been recorded in the literature. Authors hereby, present a case of a
22-year-old man who complained of swelling in the upper front tooth region with buccal cortical expansion and wispy trabeculation. This
study is noteworthy since, it is the first to reveal the hemangiomatous type of unicystic ameloblastoma in the maxillary anterior region.

CASE REPORT

A 22-year-old male patient reported with a complaint of swelling
in the upper front teeth region since a year. Patient gave a history
of swelling which initiated two years back and was diagnosed as
radicular cyst with relation to upper left lateral incisor which was
extracted at a private hospital. Extraoral examination revealed
a solitary diffuse swelling of about 2x2 cm in size involving the
left lateral half of the upper lip extending superiorly from the left
ala of the nose and inferiorly towards the vermilion border of the
lip causing obliteration of the left nasolabial fold [Table/Fig-1].
The swelling was non tender, soft in consistency and fixed to the
underlying structures.

Intraoral examination revealed a solitary, lobulated, well-defined
swelling on the labial aspect of 12, 11, 21 and 23 measuring 4x3 cm
in size. In maxilla tooth number 22 was missing and extracted
two years prior due to a diagnosis of a radicular cyst. Mucosa over
the swelling appeared erythematous and purplish [Table/Fig-2].
Maxillary cross-sectional occlusal view exhibited a well-defined
unilocular radiolucency in relation to 21, 23, 24, 25 surrounded
by a thick sclerotic border [Table/Fig-3]. There was buccal cortical
expansion in relation to 23, 24 and 25 with coarse and wispy
trabeculation. The internal structure was homogenously radiolucent.
A provisional diagnosis of a residual cyst with relation to tooth 22
was given, and the differential diagnosis was dentigerous cyst,
adenomatoid odontogenic tumour, and odontogenic keratocyst.

[Table/Fig-1]: Extraoral examination revealing a diffuse swelling involving the left lateral half of the upper lip causing obliteration of the left nasolabial fold.

[Table/Fig-2]: Intracral examination showing red solitary, round, soft, fluctuant swelling with focal areas of ulceration, haemorrhage. [Table/Fig-3]: IOPAR i.rt 21, 23, 24, 25
showing radiolucency measuring about 2.5x2 cm in size surrounded by a thin sclerotic border causing divergence of 21,23. (Images from left to right)
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The patient was advised to undergo enucleation of the lesion which
was performed and it was subjected to microscopic examination.
Histopathology of the lesion showed presence of cystic epithelium
lined by ameloblast- like cells showing hyperchromatic and
palisaded basal cell layer and stellate reticulum-like superficial cells
[Table/Fig-4]. Ameloblastomatous epithelium showed intramural
plexiform proliferations containing tall columnar basal cells and
stellate reticulum-like cells. Prominent vascular components were
noted along these plexiform odontogenic proliferations [Table/
Fig-5]. The connective tissue stroma was predominantly made up
of numerous endothelial lined blood vessels, extravasated Red
Blood Cells (RBC) and large blood-filled spaces [Table/Fig-5]. Cystic
degeneration was seen in some of the stellate reticulum like areas.
Thus, final diagnosis of unicystic ameloblastoma with intramural
plexiform hemangiomatous proliferations was given. The patient
was treated surgically and had a regular follow-up every six months
for two years with no signs of recurrence.

DISCUSSION

Thedifferent established histopathological variants of ameloblastoma
can exhibit multitude of histopathologic features that may or may
not have an impact on the biological behaviour and prognosis
of the variant [1,2]. Hemangiomatous ameloblastoma is a solid
ameloblastoma of follicular variant showing exuberant proliferation of
vascular components including a lot of extravasated RBC and large
endothelial lined capillaries [2,3]. Hemangiomatous ameloblastoma
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occurring in plexiform and unicystic variants of ameloblastoma is
rare [1-8]. The literature suggests that the incidence rate of these
lesions with such histopathologic features is rare. Only two cases of
maxillary premolar- molar region ameloblastoma of hemangiomatous
variant has been reported in literature [9,10].

[Table/Fig-4]: Photomicrograph showing cystic lining and underlying connective
tissue stroma (H&E stain 4x).
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[Table/Fig-5]: Photomicrograph showing odontogenic epithelium with vascular
component (H&E stain, 10x and 40x).

Van Rensburg LJ et al., reported a case with histologic features
consistent with those of a unicystic ameloblastoma, but radiologic
features and computed tomography suggesting a fibro-osseous
lesion and magnetic resonance imaging mimicking a vascular
lesion [6]. An unicystic ameloblastoma with intraluminal plexiform
hemangiomatous proliferation in an 18-year-old male, an intramural
plexiform hemangiomatous proliferation in unicystic ameloblastoma
in a 25-year-old male and an intraluminal and intramural plexiform
hemangiomatous proliferations in an unicystic ameloblastoma
subgroup 1.2.3 in a 24-year-old male patient have been recorded
[Table/Fig-6] [3,7,8].

Author Age and Radiographic
and year | gender Site feature Histological diagnosis
. Unicystic ameloblastoma
Sarode | g1 ey | RiGNt Multilocular | with intraluminal plexiform
GSetal, mandibular . :
male ) radiolucency hemangiomatous
[7] posterior . )
proliferation
Left Unicystic ameloblastoma
Dash KC | 25 year/ . Unilocular with intramural plexiform
mandibular . :
etal, [8] | male ) radiolucency hemangiomatous
posterior . .
proliferation
Left Unicystic ameloblastoma
Hegde U | 24 year/ . Multilocular subgroup 1.2.3 with
mandibular . ; .
etal, [3] | male : radiolucency plexiform hemangiomatous
posterior X .
proliferation

[Table/Fig-6]: Cases histologically representing unicystic ameloblastoma with

plexiform pattern showing hemangiomatous proliferation.

All the reported cases are in males and in the age group of 18 to
25 years and our case too was recorded in the same age and
gender category. While most of the reported cases have occurred
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in the mandibular posterior region associated with an impacted
molar [1-8], our case was noted in the maxillary anterior region
[9,10]. While our case recorded unilocular radiolucency similar to a
case by Dash KC et al., two cases in maxilla showed multilocular
radiolucency. Our case histologically was similar to case by Dash KC
et al., exhibiting intramural plexiform pattern with hemangiomatous
proliferations [8]. Cases with intraluminal as well as intramural
hemangiomatous proliferations have been recorded [3,7,8].

Different theories have been postulated to explain the aetiopathogenesis
of vascular component in ameloblastoma. Overgrowth of vascular
component due to an abnormal induction of the blood supply during
amelogenesis, tumour formation by the stimulated epithelial cell rests
in periodontal ligament induced by a trauma, such as extraction,
development of abnormal vascular component during excessive
granulation tissue formation as result of disturbance in the damaged
tissue repair, collision tumour, absence of vasoformative activity,
secondary changes and repeated surgical interventions are the
proposed theories [3-5]. In our case, it might be the secondary changes
like ulceration and haemorrhagic spots which have led to the prominent
vascular component.

Hemangioameloblastoma by nature is a solid ameloblastoma [11-
13]. In our case, it was recorded in a unicystic ameloblastoma.
Should this be categorised as unicystic hemangioameloblastoma
is yet questionable and rather, can it be considered as a unicystic
ameloblastoma with exuberant vascular proliferation. Since, there
are very few cases of hemangioameloblastoma being reported and
especially in unicystic ameloblastoma; it is not possible to predict
its category, nature and prognosis. Only a long-term follow-ups and
report of many such cases will throw more light on its behaviour.

CONCLUSION(S)

Vascular lesions of the jaws form an important component of
oral pathologies, with few being distinct entities and others being
variants of the established pathologies. Though ameloblastoma is
common, its histopathological variant hemangioameloblastoma is
rare. Hemangiomatous proliferations in unicystic ameloblastoma
are very rare. Due to the rarity of this lesion, its aetiopathogenesis,
clinical features, biological behaviour and prognosis are unknown
and cannot be predicted with certainty. The current case would
add to the meager literature on hemangiomatous ameloblastoma,
particularly in the maxilla.
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