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CASE PRESENTATION
A 34-year-old female presented to an Oral and Maxillofacial 
surgeon with a complaint of a large painful cystic mass of 
her right upper lip. The patient mentioned that the lesion has 
been gradually increasing in size over the past few years. 
She also reported that the cystic mass was previously 
aspirated by an Oral and Maxillofacial surgeon who advised 
her to closely monitor the lesion. The patient had no medical 
history of note.  She was taking Mypaid Forte tablets for pain 
relief and was using Gum Paroex 300 ml oral rinse twice 
daily. Extraoral examination was unremarkable. Intraoral 
examination revealed a 3 x 2 cm bluish submucosal cystic 
lesion of the right upper lip (Figure 1). 

The clinical differential diagnosis included cystic benign 
and malignant salivary gland neoplasms that commonly 
involve the upper lip (pleomorphic adenoma, canalicular 
adenoma and mucoepidermoid carcinoma), arterio-venous 
malformations, namely hemangioma and lymphangioma, 
and mucocele (although a rare occurrence in the upper lip). 
An excisional biopsy was performed under local anaesthesia. 
The excised specimen was placed in formalin and sent to the 
pathology laboratory for histological evaluation. 
Microscopic examination revealed dilated irregular large 
vascular channels lined by a single layer of fl attened 
endothelial cells (Figures 2 a,b). Focally the ectatic vascular 
spaces contained aggregates of lymphoid tissue and 
endothelial cell proliferations (Figure 2 c). The endothelial 
cells were positive for the immunomarker D2-40 (podoplanin) 
(Figure 2 d). Based on the histolgical features and the 
immunhistochemical positivity for podoplanin, a diagnosis of 
cavernous lymphangioma was established.

DISCUSSION
Lymphangiomas are characterized by abnormal proliferation 
of lymphatic vessels that have no communication with 
the normal lymphatic system. Recently, lymphangiomas 
have been linked to a somatic mutation in PIK3CA gene, 
suggesting a neoplastic aetiology.1 For the latter reason the 
World Health Organization (WHO) Classifi cation of Tumours
continues to use the term “lymphangioma” instead of 

vascular malformation.2 Lymphangiomas are very rare and 
preferentially affect the head and neck region. Most cases 
occur in children and young adults. In the oral cavity, the 
most frequently affected anatomical location is the tongue, 
followed by the lip. Clinically, lymphangiomas are slow-
growing often translucent cystic lesions.3

Oral lymphangiomas can be classifi ed microscopically into 
(a) capillary (microcystic) lymphangioma, composed of 
small lymphatic vessels and (b) cavernous (macrocystic) 
lymphangioma, exhibiting large, dilated lymphatic vessels.2 

Histologically, lymphangiomas are characterized by the 
presence of several dilated vascular channels, that are 
lined by a single fl attened layer of endothelial cells. The 
vascular spaces often contain a proteinaceous material 
(lymph). Intravascular and stromal lymphoid tissue is usually 
observed.2 Some capillary lymhangiomas dissect around 
normal tissue structures and can cross tissue planes. These 
capillary lymphangiomas pose a high risk for recurrence 
and may be irresectable.  Immunohistochemical staining 
for podoplanin – an endothelial lymphatic marker –and/or 
PROX1 is often used to differentiate lymphangiomas from 
haemangiomas.4 

Surgical excision is the preferred treatment of choice for 
most cases since spontaneous regression of these lesions 
is rare.3 Sclerotherapy is a minimally invasive, safe and 
highly effective procedure, ideal for recurrent/irresectable 
oral lymphangiomas.5 Various sclerosing agents have been 
employed in the treatment of oral lymphangiomas. OK-432 
is the ideal sclerosing agent with no perilesional fi brosis 
evident following use. Ethanolamine oleate (Ethamolin®) is 
the most widely and least toxic agent used with good clinical 
response rates.6,7 Successful treatment of a case of a tongue 
lymphangioma with Everolimus (an mTOR inhibitor) targeting 
the PIK3A gene pathway has been reported.8

It is important for oral health care professionals to 
understand the clinicopathological presentation of this rare 
entity and include oral lymphangiomas in their differential 
diagnosis of cystic oral  lesions. A better understanding of 
the etiopathogenesis of oral lymphangiomas may also help 
adopt appropriate and personalized therapeutic measures. 
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Fig 1. The clinical image shows a bluish large submucosal cystic lesion of 
the upper lip.
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Fig 2. (a) The image shows multiple dilated vascular channels (H&E, x10). (b) The vascular channels are irregular in shape and are lined by a single 
layer of endothelial cells (H&E, x40). (c) an intravascular aggregate of lymphoid tissue is seen with papillary endothelial proliferations (H&E, x40). (d) 
Immunohistochemistry for D2-40, highlights the endothelial linings of the lymphatic channels (IHC, x40).
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GEMS would like to take this opportunity to thank 
all our healthcare practitioners for their continued 
support in providing healthcare to GEMS members. 
We encourage practitioners to utilise the
Practitioner Portal and download the Mobile 
App and Discover the brilliant features.

Some of the features practitioners can expect to 
see are:

• A seamless onboarding experience, including user 
guides that encompass descriptions of the 
Practitioner Portal and Mobile App features.

• Revamped membership search and benefits 
confirmation.

• A claims view with a remittance display.
• A Nominated Family Practitioner display.
• NAPPI codes and many more.NAPPI codes and many more.

A claims view with a remittance display.A claims view with a remittance display.
A Nominated Family Practitioner display.A Nominated Family Practitioner display.
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A claims view with a remittance display.
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A claims view with a remittance display.
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guides that encompass descriptions of the 
Practitioner Portal and Mobile App features.
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App and Discover the brilliant features.

NEW
!

GEMS would like to take this opportunity to thank 
all our healthcare practitioners for their continued 

NEW
!

The Continuing Professional Development (CPD) 
section provides for twenty general questions and 
five ethics questions. The section provides members 
with a valuable source of CPD points whilst also 
achieving the objective of CPD, to assure continuing 
education. The importance of continuing professional 
development should not be underestimated, it is a 
career-long obligation for practicing professionals.

CPD questionnaire on page 510
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