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INTRODUCTION
Vascular neoplasms characterised by proliferation of epithelioid 
endothelial cells span a broad clinicopathologic spectrum from benign 
epithelioid haemangioma on one end to frankly malignant epithelioid 
angiosarcoma on the other with Haemangioendothelioma occupying 
an intermediate position in both morphology and behaviour (WEISS et 
al,1986). It is characterized by neoplastic proliferation of 
epithelioid/histiocytoid endothelial cells. It occurs over a wide age 
range and the peak incidence is in the third decade. It is rare in 
childhood with the exception of skeletal tumours. The principal sites of 
occurrence include soft tissues, lung, liver, and bone. The soft tissue 
tumours often present as deep or superficial masses which are not 
commonly painful, and they commonly arise from a vein causing 
oedema or thrombophlebitis of the affected region. Haemangio-
endothelioma is an uncommon vascular tumour occurring in oral 
cavity. The incidence of HE in  oral cavity is very less. The 
etiopathogenesis is unknown but considered to be trauma that causes 
inflammatory response. This tumour has potential for recurrence but 
rarely metastasizes. The gold standard diagnosis is based on 
histopathology of the lesion.

According to their histopathological characteristics, haemangio-
endotheliomas are classified as kaposiform, Dabskos, or epithelioid. 
The kaposiform type is usually found in infants and in surface soft 
tissues, and is associated with coagulopathy and thrombocytopenia 
(Kasabach–Merritt syndrome) . The Dabskos type is usually found in 

6young people and mostly in limbs .

We present a case that manifested as a painless enlargement over the 
left buccal mucosa and provisionally diagnosed as Traumatic fibroma 
and final diagnosis confirmed by histopathological findings.

Case Report
A 65 year, old male patient presented with chief complaint of  growth 
on his left inner cheek region since 30 days. After asking about history 
of present illness, the patient experienced irritation on his left buccal 
mucosa and observed a firm growth. No history of any episode of 
cheek biting or trauma over left buccal mucosa, habits or any drug 
allergy. Past medical history reveals patient is a known case of 
cardiovascular disease and was under prescribed medication from 2 
years. General examination was within normal limits with no 

lymphadenopathy. On inspection extra-orally, face is symmetrical 
with no obvious facial swelling. On intraoral soft tissue examination, 
left buccal mucosa on  shows pathology that was solid, sessile nodular 
growth of size 3 * 3 cm approximately(Figure 1) , pinkish in colour, on 
bi-digital palpation the growth was firm, non-fluctuant, movable and 
attached to the underlying mucosa with intermittent pain and diffused 
slight swelling in the affected area with no discoloration or bleeding on 
provocation, patient was unable to chew food due to discomfort on 
biting.

Figure 1:Lesion on the Left Buccal Mucosa

Figure 2: Excision of the Lesion
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ABSTRACT
Haemangioendothelioma commonly occurs in the superficial or deep soft tissue of the extremities, lungs, liver, bone and lymph nodes, with oral 
cavity being a rare location.  It often appears as a painless, solitary mass that can be red, purple, or yellowish. It is usually benign but can show 
variable grades of malignancy(commonly of intermediate grade). HE is capable of local recurrence and metastasis albeit at a lower rate as 
compared to malignant neoplasm. Clinically, it can mimic reactive lesions such as traumatic fibroma, pyogenic granuloma, chronic periodontal 
disease and peripheral giant cell granuloma. We present a case of  growth in left buccal mucosa clinically diagnosed as Irritational fibroma which 
presented a diagnostically challenging histological picture. We discuss the differential diagnoses obtained from various oral pathologists and 
substantiate the diagnosis of haemangioendothelioma based on its clinical behaviour, histological features and immunohistochemical findings. 
Markers like CD31, CD34, and FLI1 are often used to confirm the diagnosis. In addition, we attempt to highlight the diagnostic dilemma that such 
cases can pose to the attending pathologists.
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Provisional diagnosis was made of Irritational fibroma. Routine blood 
investigations of CBC were under normal parameters, HIV and 
HBsAG were non-reactive. After taking consent excisional biopsy was 
performed (Figure 2) and sent for histopathological assessment 
(Figure 3).

Figure 3: Excised Specimen Sent for Histopathology Assessment.

Histopathology of the biopsied tissue showed a well circumscribed 
lesional area made up of spindle cells. These spindle cells showed 
hyperchromatic spindle nuclei and indistinct cytoplasm. Numerous 
vascular spaces of varied sizes were noted. Mitotic figures  and cellular 
atypia were minimally noted. High power view exhibited small 
capillary sized vascular spaces among the tumour islands giving a 
picture of vascular neoplasm(Figure 4). Subjecting the tumour tissue 
to immunohistochemistry, showed high positivity for Anti CD34 
antibody(Figure 5). Other markers such as cytokeratin, S100 protein, 
desmin and CD45 were negative. Based on the histopathology and the 
consistent positivity of the tumour cells for CD34, a diagnosis of 
hemangioendothelioma was arrived at. 

Figure 4: Eosin and Hematoxylin Stained Section (X100 
Magnification)

Figure 5: Strong Positivity of Tumour Cells for Anti-CD34 
Antibody. (X400 Magnification)

DISCUSSION
The term Haemangioendothelioma (HE) was introduced by Borrmann 
in 1899 who proposed it as an intermediate or low grade malignant 
potential vascular neoplasm. Hemangioendothelioma is characterized 

1by endothelial cell proliferation around a vascular lumen . HE is 
described as all the proliferations arising from endothelial cells 
surrounding a vascular lumen. HE involving the skin and soft tissue 
includes papillary, retiform, kaposiform, epithelioid, pseudo 
myogenic, and composite type. Epithelioid Haemangioendothelioma 
(EHE) was originally described by WEISS and ENZINGER in 1982 as 
a benign vascular tumour of soft tissue and bone with features 

2intermediate between haemangioma and angiosarcoma . It 
predominantly affects males, mean age of oral HE is 37.7 years and is 
more prevalent in Asians. In addition, sex hormones and high levels of 

serum oestrogen may be involved in the growth of the lesion, 
association with HIV has also been reported in the literature.

Histopathological examination is considered the gold standard to 
determine the definitive diagnosis of HE, it is well circumscribed 
lesion composed of small to medium sized thin blood vessel showing 
lobular arrangement with canalized vasculature. The hallmark feature 
is proliferation of blood vessels covered by prominent endothelial cell 
proliferation, protruding into the vascular lumina shows tombstone, 
hobnail cobblestone-like appearance, and chronic inflammatory 
infiltration of perivascular and interstitial infiltrate of lymphocytes, 
plasma cells and especially eosinophils around the vessel with 
intracytoplasmic vacuoles and exhibits nuclear atypia ovoid in 
appearance, solid growth patterns, necrotic foci, and increased mitotic 
activity invasion into underlying tissues. Immunohistochemistry 
diagnosis often involves (IHC) markers such as CD31, CD34, SMA, 
VEGF, Factor VIII, FLI-1 and Vimentin, along with a low Ki67 index 

3and ERG negativity to understand the aggressiveness of the lesion .

As it is a rare disease of the oral mucosa, it is frequently confused histo-
logically with epithelioid angiosarcoma and bacillary angiomatosis. 
HE diagnosis involves histopathological examination, IHC marker 
analysis, and sometimes molecular characterization to confirm the 
final diagnosis and rule out differential diagnoses.

The primary treatment method involves surgical excision. In cases 
where complete excision isn't possible, or in instances of recurrence, 
alternative treatments such as corticosteroids, laser, cryotherapy, 
pulsed light, intralesional chemotherapy, topical imiquimod, systemic 
propranolol, and interleukin-5 therapy may be employed, albeit rarely 
for oral HE. Malignant transformation rate is 13-20%.

Recurrence rates in oral HE are 10 to 15% after excision, varies based 
on factors like age, disease, duration, and lesion characteristics, higher 
for multiple lesions than unilesional , have been successfully treated 
with re excision without leaving deep scars.  The article presents a case 
study of a 65-year-old male patient who developed HE without history 
of trauma, surgical excision has been effective as in our case with no 
signs of recurrence observed. Due to the rarity of HE, treatment 
protocols rely on case-by-case approaches and necessitates 
comprehensive follow-up strategies.

CONCLUSION
In conclusion, From the case presented above and literature analysed, 
one can conclude that haemangioendothelioma of oral cavity is a rarity 
and often is clinically misdiagnosed as a benign reactive lesion, 
necessitating a histological diagnosis. HE of the buccal mucosa is a 
unique entity within the spectrum of vascular tumours. While 
uncommon, prompt diagnosis, tailored management, and cosmetic 
preservation are key considerations. The interdisciplinary 
collaboration integrating clinical, histopathological, and molecular 
insights, clinicians can optimize outcomes for patients with these rare 
and challenging lesions. We emphasize the importance of regular 
follow-ups due to EHE's recurrence potential and malignant nature. 
Despite advancements in understanding these neoplasms, further 
research is needed to elucidate the molecular mechanisms driving 
these neoplasms and to establish standardized treatment protocols with 
multimodality approach should be considered to get the best treatment 
outcomes.
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