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Hemangiolymphangioma of buccal cheek- a rare
case report with review of literature

Abstract

Vascular anomalies are divided in two Groups-Hemangiomas and Vascular malformation.
Hemangioma and Lymphangioma are both examples of vascular tumours. Hemangiomas are
proliferative vascular lesions present since birth While Lymphangiomas are hamartomatous
tumours of lymphatic vessels. Sometimes pathologically, lymphatic channels may
be seen in hemangioma thus, categorising them based on predominant component in
Hemangiolymphangioma or Lymphangiohemangioma. In this present article, we have
presented a case report of 5-year-old child with haemangiolymphangioma of buccal cheek
with review of all cases in oral cavity reported in the literature. We have also enumerated

various treatment modalities.
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Introduction
Anomalies of vascular nature are congenital errors in

Vasculogenesis. Based on their cellular features they are classified
into two main categories: Hemangioma and Vascular Malformations.
Hemangiomas are the most common vascular lesions in infancy with
increased mitotic activity. They usually appear in late fetal/early
neonatal life and regress spontaneously before/during puberty with
two phases primarily, proliferative & involuntary phase. Majority of
Hemangiomas occur in head and neck region but rarely seen in oral
cavity.!

Malformations are structural anomalies of blood vessels present
since birth that fail to regress as the child grows and are with normal
mitotic activity. They may have combination of arterial, venous,
capillaries & lymphatic component with or without fistulae. Based on
diameter of vessels they are further classified in capillary, cavernous,
arterio-venous, & lymphatic.

Lymphangiomas are abnormality of lymphatic system, which are
developed from sequestration of the primitive lymphatic cells. These
vessels are capable of accumulating fluids and do not anastomose
with bigger lymphatic vessels leading to lymphatic blockage. This is
responsible for cystic appearance of lymphangioma. About 50% of
lymphangiomas are diagnosed in infancy while 90% are developed
in early childhood as lobular masses or cystic lesions.? Most common
sites are head and neck; however, it is rarely reported in oral cavity. In
oral cavity, it is mostly seen on tongue while many lesions have also
been reported on palate, gingiva, lips & alveolar ridge of mandible.

The term Hemangiolymphoma (HLA) or Lymphangiohemangioma
(LHA) are lymphangiomas/hemangioma with a vascular or lymphatic
component. Although histologically, it is a benign vascular lesion
which is in fact rare and has potential for growth by cell proliferation.
They consist of localized centres of abnormal development of the
lympho-vascular system. It has inclination for rapid growth and
invasion into the adjacent tissues with ability to recur locally. It can

occur in multiple anatomical areas like head & neck, axilla, abdominal
cavity, extremities and urinary bladder. According to literature, 40—
60% of HLA are discovered at birth, 80-90% during the first 2 years
of life, and decreases in frequency with age.?

The risk of developing HLA is greater in premature babies and
in live new-born’s incidence of 1:12 000 is noticed.* Here we are
presenting a case report of 5-year-old child diagnosed as HLA of
buccal cheek.

Case

A 5-year-old male child accompanied by parent reported to our
out-patient department with history of swelling on right side of face
for 2 months. The parents noticed a sudden increase in the size of
swelling since last 1.5 weeks. The swelling was not associated with
any odontogenic cause or infection. The child was otherwise healthy
with no other medical/family history.

On Inspection, the swelling was noted over right cheek, extending
supero-inferiorly to a line joining from earlobe & commissure
of mouth and antero- posteriorly extending approximately 3cm
posterior to commissure up to the angle of mandible (Figure 1). On
palpation, swelling was soft, fluctuant, non-tender, compressible
but not reducible. It was not fixed to underlying bone. Right side
submandibular lymph node was palpable but was mobile and non-
tender. On Intra-oral examination revealed mild bluish hue under the
mucosa. No obliteration of buccal vestibule was noted (Figure 2).
The Stenson’s duct was patent and on milking showed normal flow
of saliva.

Ultrasonography and doppler study of cheek revealed multi-
loculated cystic lesion with no vascular fill, most likely representing a
lymphangioma. Following which patient was advised CT scan which
revealed well defined mass measuring 3.6x1.3x3.7cms (APxTRxSI)
in size on right cheek showing minimal enhancement on post contrast
scan. Posteriorly, it was seen to overlie on masseter muscle with
loss of intervening fat planes. Laterally, the mass was seen to extend
into subcutaneous fat. Medially, the mass was contiguous with the
buccinator muscle with loss of intervening fat plane. Inferiorly, it was

”IIII Submit Manuscript | http://medcraveonline.com

| Dent Health Oral Disord Ther. 2020;| 1 (5):150—154. 150

@ @ @ ©2020 Khaunte et al. This is an open access article distributed under the terms of the Creative Commons Attribution License, which
oy NG permits unrestricted use, distribution, and build upon your work non-commercially.


https://creativecommons.org/licenses/by-nc/4.0/
https://crossmark.crossref.org/dialog/?doi=10.15406/jdhodt.2020.11.00534&domain=pdf

Hemangiolymphangioma of buccal cheek- a rare case report with review of literature

seen to lie in close proximity to ramus of mandible (Figure 3). The
facial artery was seen to course along the inferior aspect of the mass.
There were multiple sub-centimetric lymph nodes noted in submental,
submandibular and along the jugular chains on both sides. Surgical
excision of the lesion was planned under general anaesthesia.

Figure | Angle of mandible.

Figure 2 Buccal vestibule.

Figure 3 Post contrast scan.
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A horizontal intra-oral incision was used to approach the lesion
after careful identification of the Stensons duct. The dissection was
carried through the buccinator muscle and the lesion was excised. The
incision was closed using 3-0 vicryl sutures (Figures 4 & 5).

Figure 5 The incision was closed using .3-0 vicryl sutures.

On histopathology, H& E stained sections showed multiple
large irregular cystic luminal spaces supported by a fibro-vascular
connective tissue capsule. The cystic luminal spaces were empty
and lined by a single layer of endothelial cells. The connective tissue
capsule showed collagen fibres, fibroblast, large number of engorged
blood vessels, focal area of myxoid change and foci of dense chronic
inflammatory cell infiltrate chiefly consisting of lymphocytes
suggestive of HLA of cheek. Patient is on regular follow-up & no
recurrence has been noted till date (Figure 6).
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Figure 6 The cystic luminal spaces were empty and lined by a single layer of
endothelial cells.
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Discussion

Vascular malformations are characterized as either high-flow
(arterial components) or low-flow (venous and lymphatic components)
lesions.>* High flow lesions are clinically important as they are
usually associated with congestive heart failure, embolism, bleeding
& ulceration, clinically; they are firm on palpation. Low-flow lesions
are usually soft & compressible on palpation like noticed in our case.
HLA are noticed to be associated with various syndromes like Rendu—
Osler—Weber syndrome, Sturge—Weber—Dimitri syndrome, Blue
rubber bleb nevus syndrome, Parkes—Weber syndrome, Banayan’s
syndrome, Sturge—Weber—Krabbe syndrome, Klippel Trenaunay
syndrome, Servelle-Martorell syndrome, Maffucci’s syndrome and
von Hippel-Lindau syndrome.>® They have intra-cranial extension
thus CT scan helps to rule out syndromic aspect when other clinical
features are ruled out.

The diagnosis of the type of vascular lesion is very important as it
influences the management considerably. Angiographic studies only
help in knowing the size, extent of lesion & feeder vessels.> These
techniques usually have higher morbidity as compared to CT/MRI.

Table | Enumerated all cases reports
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CT do help us in giving broad outline of lesion along with its extension
along with bony margins. As this is minimally invasive technique we
preferred for evaluation of the lesion. Immuno-histopathology also
helps in detecting the lesion, which detects positive CD31 and D2-
40 reactivity. New markers like Prox-1 and VEGFR3 are also used
for detecting aberrant lymphatic vessels using antibodies which have
been reported in literature.’

In literature, few cases have been reported of HLA/LHA of oral
cavity. Histopathological evaluation is very important for vascular
lesions to come for final diagnosis. Hemangioma histo-pathologically,
shows densely cellular proliferation of endothelial cells in the early
stages to a lobular mass of well-formed capillaries in the mature
phase. In some cases, intermingled lymphatic channels are also
evident. Diagnosis is given according to predominant components
present in particular lesion.” In our case, large number of engorged
blood vessels with foci of chronic inflammatory cell infiltrate chiefly
of lymphocytes were seen, thus diagnosed as HLA. In the table below,
we have enumerated all cases reported as of now in literature (Table

Serial Number  Author Year of publication Agel/Sex Site Diagnosis

| Vilalta | et al.® 1985 7yIM Dorsum of Tongue (Right Side) ~ Hemangio-Lymphangioma
2 Seong Soo’ 2003 62y/M Body Mandible (Left Side) Hemangio-Lymphangioma
3 Jian et al.'® 2005 flza;;?;(;iﬂ) Tongue Lymphangio-Hemangioma
4 Shetty D et al."! 2009 Sy/F Dorsum of Tongue (Right Side) ~ Hemangio-Lymphangioma
5 Shetty et al."? 2010 9y/F Tongue Dorsum (Left Side) Hemangio-Lymphangioma
6 Sobhana et al.'? 2012 18y/M Mucosa of Lip (Left Side) Hemangio-Lymphangioma
7 Deques C et al.* 2013 6y/M ?Ii?;:; Zlizz; of Mouth,Tongue Hemangio-Lymphangioma
8 Hunchairsi N'* 2013 41y/F Floor of Mouth Z':t“r‘;’;ﬁﬁ'c'lﬁg’ha”gi°ma
9 YarmandF et al."® 2016 26y/M Buccal Mcosa (Left Side) Lymphangio-Haemangioma
10 Elviera R? 2016 6y/F Upper Lip Hemangio-Lymphangioma
I Basse'm Abo,f 2016 2y/M Dorsum Of Tongue Hemangio-Lymphangioma

Merhi et al.

12 Manickem S et al.’ 2017 21y/F Buccal Mucosa (Left Side) Hemangio-Lymphangioma
13 Reibero G"7 2018 44y/M Tongue Dorsum Hemangio-Lymphangioma
14 Elitsa D'® 2019 46y/F Mandible Hemangio-Lymphangioma

Management of these vascular malformations are usually done by
Laser therapy, Embolization followed by Surgical excision.' Surgical
Excision of the lesion is the mainstay management of any vascular
Malformations to minimise the risk of recurrences after delineation
of margins with adequate radiological investigations as discussed
above. Treatment options are primarily dependant on anatomical site
and depth of lesion. Low-flow lesions can be successfully treated
by interstitial laser therapy with more than one session for complete
involution of lesion. Embolization helps in high flow lesions which
aims to occlude the nidus of the malformation.**

Various other treatment modalities have also been advocated in
literature, in areas where lesions are not amenable to surgery (due to
access/ anatomic location/close approximate to vital structures) like
intralesional injection of fibrosing agents, interferon a-2b, radiation,
electrocoagulation and cryosurgery.?’

Bogdan et al.?! did a study to evaluate the efficacy of the 980
nm diode laser and Er:YAG laser for photocoagulation of vascular
lesions. Seventy consecutive patients with either hemangioma/
low-flow vascular malformations of the head and neck treated
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with laser photocoagulation were included in the study. Long-term
follow-up recorded regression of the lesion in all patients with good
aesthetic results with reduction in size between 45% and 95% and no
complications/ reperfusion of the lesions was noted. They concluded
that when properly applied, these techniques can achieve reduction in
size of these lesions without compromising function and cosmetics.
Technique seems like effective treatment for correctly selected
patients.

Plasma knife (PK) is a new treatment modality for excision of these
lesions. PK technology provides an electrically conducting site by
means of obtaining the use of controlled radiofrequency energy, and
by using the intra and extracellular fluid. The active zone on the device
provides an ionized layer by means of radiofrequency waves. Dense
kinetic energy divides, demolishes and evaporates the constructional
element tissue. During this procedure, there is very little thermal
damage to the surrounding tissue. Because it requires no additional
saline supply for the operation according to the thermal procedure,
its tip temperature remains cool at 70-80°C thus providing a pink
viable resection bed. They have used & reported a 90% coagulation
and 10% cut mode choice for the PK excision of the haemangioma of
the tongue. Thus, this could be considered as one of the viable option
for superficial lesions or as an adjunctive while doing major resection
of lesions.?>?’

Conclusion

As we summarize, HLA/LHA is rare in the oral cavity particularly
in buccal Mucosa. However, they should be always considered as
differential diagnosis of swellings of oral cavity during examination of
lesions. Accurate diagnosis is imperative for appropriate management
of lesion. Based on their ability to invasion of HLA leading to bodily
distortion, long term follow-up is recommended to rule out recurrences.
To conclude, any vascular lesion in the oral cavity must be thoroughly
evaluated with vigilance to prevent untoward incidences.
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