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ABSTRACT
Background: Malformations of vascular nature

originate as anomalies caused due to errors in
vasculogenesis. Vascular anomalies may be found in dif-
ferent combinations of vascular elements, and pathohisto-
logically these elements could be filled with blood and
named lymphangiohemangioma or hemangiolymphan-
gioma related to the dominant tissue structure which is pre-
sented.

Purpose: The aim of this study is to present a case
of vascular malformation diagnosed as hemangiolymphan-
gioma.

Patients and Methods: A case of 46-years’ old fe-
male patient with histologically proved hemangiolymphan-
gioma of the mandible is implemented. The lesion was
asymptomatic and discovered as an incidental finding. The
patient underwent surgical exploration to confirm the di-
agnosis.

Results: These lesions have clinical and radio-
graphic features similar to hemangioma of bone but they
do not pose the surgical hemorrhage control problems of
hemangiomas.

After exploration, curettage and peripheral oste-
otomy we expect the patient will have complete bone fill.
Follow-up radiographs will be done for evaluation after the
procedure.

Conclusion: While these lesions are exceedingly
rare and do not present in a consistent manner both clini-
cally and radiographically, it is therefore important to rec-
ognize the wide spectrum of their clinical, radiographic,
and histological presentations.

Keywords: Hemangiolymphangioma, lymphangi-
oma, vascular malformation, mandible

INTRODUCTION:
These lesions are generally broadly classified into

vascular tumours (hemangiomas) and vascular malforma-
tions (venous malformations, arteriovenous malformations,
lymphatic malformations. Vascular anomalies are mainly
divided into two categories: vascular tumours and vascu-
lar malformations according to the cellular turnover, his-
tology and clinical findings. Infantile hemangiomas may
appear soon after birth and consist of majority of vascular
anomalies and are considered the predominant vascular be-

nign tumour type composed of rapidly proliferating en-
dothelial cells. [1, 2] Blood vessel architecture is incom-
plete and surrounded by hyperplastic cells in hemangiomas
and other vascular tumours. Vascular malformations are
characterized as an error in development of vascular
embryologic tissue and consist of progressively enlarging
aberrant and ectatic vessels composed of a particular vas-
cular architecture such as veins, lymphatic vessels, venules,
capillaries, arteries or mixed vessel type. These lesions
could be differentiated from vascular tumors by the fact that
they are present at birth, do not have increased endothe-
lial cell turnover, and grow proportionally with the child.
Lymphatic malformations are unusual congenital malfor-
mations of the lymphatic system, generally occurring in the
head and neck region, which are characterized by collec-
tions of ectatic lymph vessels that form endothelial lined
cystic spaces. [1,2, 3] These descriptive tumours and mal-
formations have been categorized based on the architec-
tural assembly of vessels. The intraosseous lesions of the
jaw bones, are exceedingly rare developmental anomaly
and are not well characterized.

Hemangiolymphangioma is a version of lymphangi-
oma that shows vascular elements. The pathogenesis of
these tumours could be of importance in thoroughly un-
derstanding the mode of these varying histopathological
presentations. [4] At about 50% of the lesions being noted
at birth and 90% developing by the first 2 years of age and
it is equally divided between males and females. [1, 5]

Lymphangioma as a benign hamartomaous lesion,
occurs most commonly in the head and neck area, but
rarely in the oral cavity. The on the anterior two thirds of
tongue is the most common location in the mouth, followed
by the lips, buccal mucosa, soft palate, and floor of the
mouth. Oral lesions may increase in size, producing mac-
roglossia which can lead to dysfunction in breathing, mas-
tication, deglutition, speech but also displacement of the
teeth, with a resulting malocclusion. It can jeopardize nor-
mal breathing, particularly during sleep, leading to sleep
apnea, and in certain instances, produce a life-threatening
upper airway compromise. They can also be present on the
palate, buccal mucosa, gingiva and lips. [1, 5, 6]

The tumour with  superficial location demonstrates
a white pebbly surface that resembles a cluster of translu-
cent vesicles. Lymphangiomas contain clear lymph fluid,
but some of the lesion may present as transparent vesicles
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containing red blood cells due to hemorrhage. These with
deeper location appear as a nodule or masses without sig-
nificant change in surface texture or colour and could
mimic various soft tissue lesions as  hemangioma, amy-
loidosis, congenital hypothyroidism, neurofibromatosis,
primary muscular hypertrophy. Very rare lymphangioma
may occur in association with hemangioma. [1]

Progressions in the knowledge of pathogenesis of
vascular malformations are continuously changing their
treatment protocols, but early recognition allows proper
initiation of treatment and prevents the occurrence of com-
plications.

CASE REPORT
This study presents case of hemangiolymphangioma

focusing on the clinical, radiographic, and histologic char-
acteristics and differential diagnostics challenges. Medical
records of the patient were reviewed for data on presenta-
tion and imaging.

A 46-year-old female patient reported at the Depart-
ment of Oral & Maxillofacial Surgery, FDM, MU-Sofia,with
radiological findings of radiolucent lesion of the mandi-
ble, detected accidently while dental implant planning. Pa-
tient had not given a history of trauma or previous oral sur-
gery procedures. On intraoral clinical examination of the

patient no other oral pathology was revealed. Radiographic
features (CT scan) included a radiolucent lesion without
causing root resorption or displacement and no cortical
thinning in lingual or buccal aspect of the mandible. (Fig.1
a, b.)

According to the clinical and radiological features,
age and the location of the occurrence, giant cell
granuloma, aneurismal pseudocyst, idiopathic bone cavity,
keratocyst and bone hemagioma could be considered as
differential diagnosis.

An exploration biopsy was scheduled and during the
procedure a total excochleation of the lesion was performed
with peripheral osteotomy under local anesthesia. (Fig. 2)
Intraoperative findings showed a bone cavity filled with
blood-tinged serous fluid and soft tissue similar to
granulations. The excised tissue was submitted for
histopathologicalexamination (34397/16.01.2019). It was
diagnosed as hemangiolymphangioma, since large lym-
phatic vessels were lined by flattened endothelial cells.
These numerous dilated vessels spaces are filled with ei-
ther blood cells or lymphatic fluids. The histopathology
of scrapings from the bony wall showed no epithelial lin-
ing.

Radiographic follow-up will be held after surgery.

Fig. 1 a), b) Radiological findings of the lesion.
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Fig. 2. Intraoperative findings

DISCUSSION
Lymphangioma for the first was described by

Virchow in 1854. In 1872, Krester hypothesized that hy-
gromas were derived from lymphatic tissue as well. Nowa-
days the origin of lesion is considered to be hamartomous-
congenital abnormality of lymphatic system rather than true
neoplasm which is confirmed by the fact that most lym-
phangiomas manifest clinically during early childhood and
develop in areas where the primitive lymph sacs occur
(neck, axilla). Oppositely  some theories consider that lym-
phangioma is a true neoplasm and is result from trans-
formed lymphatic endothelial cells and/or stromal cells.
[1,7,8]

The pathogenesis of vascular malformations as
hemangioma and lymphangioma are interrelated. The se-
quence of events in embryology of vasculogenesis divides
into three stages: the undifferentiated capillary network
stage, the retiform developmental stage and the final de-
velopmental stage. [9] Two major theories have been pro-
posed to explain the origin of congenital lymphangiomas.
[10] The first theory proposes that the lymphatic system
develops from five primitive sacs arising from venous sys-
tem and endothelial outpouchings from the jugular sacs
spread centrifugally to form the lymphatic systems. Another
theory proposes that the lymphatic system develops from
mesenchymal clefts in the venous plexus reticulum and
spreads centripetally toward the center of jugular sacs. Lym-
phangioma develops from congenital obstruction or se-
questration of the primitive lymphatic enlargement and  the
etiology of lymphangioma acquired in adulthood include;
trauma, inflammation, and lymphatic obstruction as possi-
ble pathogenic mechanism. [1, 11]

Several studies have been published to explain pos-
sible lymphangiogenic growth factors involvement in the
etiology of lymphatic malformations. These factors com-
prise vascular endothelial growth factor (VEGF)-C, vascu-

lar endothelial growth factor receptor 3 (VEGFR-3), and
transcription factor Prox-1, but VEGF-C and VEGFR-3 have
shown to be regulators in lymphatic malformed tissue, and
both are involved in lymphatic tissue proliferation.[12] Oral
lesions are most frequently found on the dorsum of the
tongue. The tumour may be detected as well at the floor of
the mouth and very rarely in jaw bones. If the tumour is
located in a deeper area, it may present as submucosal mass
and should be differentiated from hemangioma, amyloido-
sis, congenital hypothyroidism, neurofibromatosis,
leyomioma, rabdomyoma, lipoma, primary muscular hyper-
trophy etc.  [13]

The misunderstanding of the distinction between
hemangiomas and vascular malformations leads to diagnos-
tic mistakes. Hemangiomas as a tumour are differentiated
from vascular malformations by their clinical appearance,
histopathological and biological features.

Lymphatic malformations/lymphangiomas are clas-
sified histologically into four categories: lymphangioma
simplex (lymphangiomacircumscriptum; cavernous lym-
phangioma; cystic lymphangioma (cystic hygroma) and
benign lymphangioendothelioma (acquired progressive
lymphangioma) [14] .

The channels of the lymphatic lesion may be filled
with blood: hemangiolymphangioma, which is an uncom-
mon developmental anomaly with a tendency to invade
underlying tissues and to recur locally, distinguishing it
from the simple lymphangioma or hemangioma. In the
present case, numerous large-sized lymphatic channels
along with medium- to large-sized channels entrapped with
red blood cells, lined by endothelium, were it was
subcategorized as hemangiolymphangioma

Treatment of lymphangioma/hemangiolymphan-
gioma is difficult and depends on the size and type and
location of lesion, association with anatomic structures, and
infiltration to the surrounding tissues. Although spontane-
ous regression of lesions is rarely encountered, the usual
treatment for these lesion is surgical excision. [15, 16, 17,
18] Due to a rate of recurrence of nearly 21%, long-term
follow-up is essential of these tumorigenic anomalies is.
Venous malformations are often difficult to differentiate
from lymphatic malformations leading to the development
of several lymphatic markers like D2-40 which seems to
be useful for distinguishing vascular from lymphatic ves-
sels. [18, 19, 20]

CONCLUSION
Vascular anomalies hemangioma and lymphangioma

are linked in their pathogenesis. The vascular lesions that
consist of both blood vessels and lymphatic vessels can
be termed as hemangiolymphangioma. Hemangiolymhan-
gioma is extremely rare in the oral cavity, and only a few
cases are reported. All suspected cases should be appropri-
ately evaluated. allows

Early recognition and appropriate diagnosis could
help for proper initiation of treatment and prevents the oc-
currence of complications. Surgical excision is the treat-
ment of choice for the most of the lesions. The patient
should be followed in long term to rule out any recurrence.
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