CASE REPORT

Mandibular Haemangiomatous Ameloblastoma
with Soft Tissue Infiltration: A Unique Case Report

Sofia Sebastian?, Gheena S?, Pratibha Ramani?

ABSTRACT

Hemangiomatous ameloblastoma is a rare histopathological variant of ameloblastoma characterized by prominent vascular
proliferation within the tumor stroma. It is often mistaken for primary vascular lesions, resulting in diagnostic difficulty and
potential therapeutic challenges. We report a rare case of hemangiomatous ameloblastoma involving the mandible in a
patient who presented with a progressively enlarging swelling. Radiographic examination revealed a well-defined expansile
radiolucent lesion suggestive of an aggressive odontogenic tumor. Surgical excision was performed, and histopathological
evaluation demonstrated typical ameloblastomatous epithelial islands interspersed with numerous dilated blood-filled spaces
and proliferating vascular channels, confirming the diagnosis. Notably, infiltration into the adjacent soft tissues was identified,
indicating its locally aggressive behaviour. Due to its rarity, limited literature exists regarding the biological behaviour and
recurrence potential, mortality rate of this variant. This case underscores the critical role of histopathological examination
in differentiating hemangiomatous ameloblastoma from other vascular and odontogenic lesions. Awareness of this entity is
essential for accurate diagnosis, appropriate surgical management, and long-term follow-up to ensure public health and to
reduce the risk of recurrence.
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INTRODUCTION

Ameloblastoma is a benign, locally aggressive tumor that
arises from the odontogenic epithelium and is commonly
classified into different presentations, such as conventional,
unicystic, peripheral, and desmoplastic types.! These tumors
are most frequently found in the posterior mandible, often
presenting as painless, slow-growing masses that are typical-
ly diagnosed in middle-aged individuals.? The conventional
form is the most common, with six histological variants but
rarer variants such as the hemangiomatous ameloblastoma
(HA) have also been documented, with distinct pathological
and clinical characteristics.’

The term hemangiomatous ameloblastoma was first
coined by Kuhn in the year 1932, as a combination of the
two terms hemangioma and adamantinoma.* The first ever
case was reported by Aisenberg in 1950.> Hemangiomatous
ameloblastoma is an uncommon histopathological variant
characterized by the presence of well-formed vascular chan-
nels within the ameloblastoma tissue, which resembles hem-
angiomas.® This unusual combination of ameloblastic tissue
and vascular structures often leads to diagnostic challenges,
as the clinical presentation can mimic other vascular lesions,
such as hemangiomas or fibromas.” The vascular component
of hemangiomatous ameloblastomas often results in altered
clinical features, including sudden swelling, bleeding, or
more rapid growth compared to typical ameloblastomas.®
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The rarity of hemangiomatous ameloblastomas necessi-
tates a detailed understanding of their clinical, radiographic,
and histopathological features for accurate diagnosis. Radio-
graphs and advanced imaging techniques, such as CT scans
or MRIs, are essential in identifying the lesion’s extent and
distinguishing HA from other odontogenic or vascular le-
sions.” Histopathologically, the defining characteristic of HA
is the presence of large, vascular spaces interspersed among
the ameloblastic islands, which requires careful examination
to avoid misdiagnosis.’® These vascular features can lead to
confusion with other conditions, making a biopsy and thor-
ough histopathological analysis crucial for a definitive diag-
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nosis."

Treatment of hemangiomatous ameloblastomas typically
involves surgical resection, similar to other variants of amelo-
blastoma. However, the presence of the vascular component
may necessitate special consideration during surgery to pre-
vent excessive bleeding and ensure complete tumor removal.’?
Recurrence is a known concern, with studies indicating that
hemangiomatous ameloblastomas have a tendency for local re-
currence, underscoring the need for long-term follow-up.?* Al-

though the overall prognosis is generally favorable, recurrence
rates highlight the importance of adequate surgical margins
and post-surgical monitoring.™*

Only 24 cases have been reported in literature as of 2024 to
the best of our knowledge. This is the 25th case being reported
and it aims to provide a detailed account of this variant, con-
tributing to a better understanding of its diagnostic challenges.
The goal is to add to the existing literature, which is limited by
the infrequency of such cases, and to emphasize the need for

Fig. 1: numerous blood vessels present in the intervening connective tissue (A), large blood-filled
spaces (B), blood filled space present within a large sized follicle (C), higher magnification of (C)
is (D), Interconnecting strands lined by low cuboidal to tall columnar cells (E), endothelium lined

blood vessel in the intervening stroma (F).
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careful clinical and histological evaluation to ensure optimal
patient outcomes.

Case RePORT

A 21-year-old male reported to a private clinic with the
chief complaint of swelling in relation to the right posterior
mandible. The patient did not give a history of pain or any oth-
er symptoms. On radiographic examination, the OPG revealed
a wide radiolucent lesion with sclerotic border seen extending
from the body of the mandible up to the coronoid and condyle.
Based on the clinical findings, ameloblastoma was given as the
provisional diagnosis. Incisional biopsy of the lesion was done
and paraffin embedded tissue blocks were sent to the depart-
ment of oral and maxillofacial pathology in Saveetha dental
college for further analysis.

H&E-stained sections were prepared and examined under
a microscope. The sections revealed odontogenic epithelium
arranged predominantly in the form of interconnecting strands
and cords forming a plexiform pattern with areas of stromal
degeneration. The epithelium was lined by peripheral low cu-
boidal to tall columnar ameloblast-like cells showing palisad-
ing of nucleus, reversal of polarity and sub nuclear vacuola-
tion and central loose discohesive stellate reticulum like cells.
Few follicles of varying size and shape with blood filled spaces
were evident. The intervening dense connective tissue stroma
showed intense vascularity with numerous endothelium lined
blood vessels and large blood-filled spaces. The neoplastic
odontogenic epithelium was also seen merging with the over-
lying surface epithelium suggestive of soft tissue extension of
the lesion. Based on the histopathological findings, plexiform
hemangiomatous ameloblastoma with soft tissue extension
was given as the diagnosis.

Discussion

Hemangiomatous ameloblastoma (HA) is a rare variant of
ameloblastoma characterized by the presence of both amelo-
blastic epithelial islands and prominent vascular channels. The
rarity of this variant has led to limited understanding and a
scarcity of well-documented cases. This is the 25th case report-
ed in literature all over the world and the 12th case reported
in India. The clinical presentation of HA can be quite variable,
often resulting in delayed diagnosis or misdiagnosis. While
conventional ameloblastomas are typically slow-growing and
asymptomatic, HA may present with more aggressive symp-
toms such as swelling, bleeding, or rapid expansion, due to the
presence of vascular structures within the tumor." The vascular
component in HA has been described as resembling heman-
giomas, which can make differentiation from other vascular le-
sions challenging.”®

From the literature, it can be noted that the age range of
the patients with HA ranged from 13-51 years with the mean
age being 50 years with a slight predominance in males and
a male to female ratio of 12:11. 88% of the cases occurred in
the mandible similar to our case. The radiographic features of
hemangiomatous ameloblastomas are often not distinct from
those of conventional ameloblastomas, which include mixed
radiolucent-radiopacity on panoramic radiographs and CT
scans.' However, the presence of vascular spaces can occasion-
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ally influence the radiographic appearance, potentially leading
to misinterpretation as a more common vascular lesion like a
hemangioma or lymphangioma.'” For this reason, the definitive
diagnosis of HA cannot rely solely on imaging and requires
histopathological confirmation.

Histologically, hemangiomatous ameloblastoma shares
features with both ameloblastoma and hemangioma, with vas-
cular spaces being a distinctive feature. The vascular spaces
can vary in size, and they may be filled with red blood cells or
blood clots, further contributing to the unique presentation of
this variant.* Although this vascularity is a major component
of HA, the epithelial structures still maintain the classic fea-
tures of ameloblastoma, including the presence of peripheral
columnar or cuboidal cells resembling the ameloblasts, often
associated with a stellate reticulum-like central area.'® In the
literature it can be seen that the most common variant of am-
eloblastoma accompanied with HA is the plexiform type. This
mixed histological composition underscores the complexity of
the tumor and necessitates a careful and thorough examination
for accurate diagnosis.

Several theories have been formulated throughout the years
describing the pathogenesis of these lesions. The first theory
states that the induction of capillaries which give nutrition to
the outer enamel epithelium results in formation of new blood
vessels which later becomes a component of the tumor."” An-
other theory suggests that the increase in vascular spaces is
a result of traumatic injury caused during processes such as
tooth extraction. Also, any disturbances during the formation
of granulation tissue after injury can also lead to the formation
of this tumor.” Multiple factors cause the angiogenesis process
during tumour development.

Few authors also suggest that HA can be a collision type of
tumor meaning when two types of tumors co-exist in the same
area the tumor components collide and form a tumor with dis-
tinct features.?® Another theory suggests that the formation of
blood filled spaces can be a secondary change where the blood
vessels dilate and persist in cases where stromal cysts are pres-
ent.? The last theory says that the HA is not a distinct entity
and that it is similar to the other types of ameloblastomas with
variable amounts of vascularity.?

Some of the key histopathological differential diagnoses of
HA are vascular malformations or hemangiomas occurring in
the oral cavity. These can present with significant vascular pro-
liferation, but unlike hemangiomatous ameloblastoma, they do
not exhibit the epithelial islands or follicles that are indicative
of an ameloblastoma. The vascular pattern in hemangiomatous
ameloblastoma is typically associated with solid tumor islands
of ameloblastic cells, whereas true hemangiomas or vascular
malformations are generally devoid of odontogenic epithe-
lium. Telangiectatic osteosarcoma and angiomatoid malignant
fibrous histiocytoma are also other differentials for HA.

Surgical resection remains the mainstay of treatment for
hemangiomatous ameloblastomas, similar to other variants
of ameloblastoma. However, due to the vascular nature of
the tumor, special care is required during surgery to control
bleeding, particularly in larger tumors.** Surgical approaches
may involve complete enucleation, resection with a margin of
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healthy tissue, or, in more aggressive cases, a segmental resec-
tion of the affected bone. The choice of surgical technique is
influenced by factors such as tumor size, location, and the pres-
ence of recurrence.”” Complete excision with adequate margins
is essential to minimize the risk of recurrence, as incomplete
removal can lead to a higher likelihood of local recurrence, a
known characteristic of ameloblastomas in general this is very
important factor to consider in health care.?

Recurrence of hemangiomatous ameloblastoma is a signifi-
cant concern, and studies have shown that this variant exhibits
a similar tendency for recurrence as conventional ameloblasto-
mas.” The rate of recurrence can vary, but it is generally higher
when tumors are incompletely excised, which underscores
the importance of achieving clear surgical margins during the
initial resection.”® As of 2024 no recurrence has been reported
in HA cases. Long-term follow-up is critical in cases of HA, as
recurrence may occur several years after the initial surgery, re-
quiring ongoing monitoring to detect any signs of regrowth.?
In some cases, recurrent tumors may present with more severe
clinical manifestations, making early detection and interven-
tion crucial for preserving both function and aesthetics.

Despite the potential for recurrence, the overall prognosis
for patients with hemangiomatous ameloblastomas is general-
ly favorable when treated adequately. These tumors are benign
and typically do not metastasize, although the local invasion
and aggressive growth patterns necessitate careful manage-
ment.* The presence of the vascular component does not ap-
pear to alter the biologic behavior significantly compared to
conventional ameloblastomas, but it may complicate the surgi-
cal approach due to bleeding concerns.® Additionally, the rar-
ity of HA and the limited number of case reports in the litera-
ture highlight the need for more research into the long-term
outcomes and the best practices for managing this variant.

ConcLusioN

In conclusion, hemangiomatous ameloblastoma represents
a rare and unique form of ameloblastoma that poses diagnostic
and therapeutic challenges. Its combination of ameloblastic and
vascular elements necessitates careful histopathological exami-
nation and thoughtful consideration of surgical treatment op-
tions. Further research into the pathogenesis of HA is needed
to better understand its biological behavior, as well as to estab-
lish more standardized treatment protocols. More studies on
this rare variant will help the clinicians to be better equipped to
recognize, diagnose, and manage hemangiomatous ameloblas-
tomas, ultimately improving patient outcomes, promote well
being and reducing the risk of recurrence.
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