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Abstract

Lymphatic malformation (ML), formerly called cystic lymphangioma is a be-
nign hamartomatous tumor of lymphatic vessels. The onset of lymphangi-
omas is either at birth (60% to 70%) or up to two years of age (90%) and rare
in adults. These malformations can occur in any region of the body, Lym-
phangiomas have marked predilection for the head and neck region (50% -
70%). The most common location in the mouth is the dorsum of tongue. If
the positive diagnosis is generally easy, the therapeutic management remains
controversial. We report the clinical case of a 23-year-old adult patient with
cystic lymphangioma on the floor of the oral cavity extending gradually to the
right submandibular region. The clinically suspected tumor was thoroughly
explored using tomodensitometry. The treatment consisted of complete re-
section by a cervicotomy with histological examination confirming the ma-
croscopic diagnosis of cystic lymphangioma. Follow-up at 3 years showed no
recurrence.
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1. Introduction

Lymphangioma is a benign hamartomatous tumor of lymphatic vessels, which is
localized to head and neck region in about 75% of cases [1], when oral cavity is

affected, the most common location is dorsum of the tongue, however, this le-
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sion is exceptionally reported at the level of the oral floor [1]. The onset of lym-
phangiomas is either at birth (60% to 70%) or up to two years of age (90%) and
rare in adults [2]. They are believed to arise from lymph sac sequestration and
enlarge due to inadequate drainage, from lack of communication with the cen-
tral lymphatic channels or excessive secretion of lining cells [3]. Three variants
have been described for these lymphangiomas [1] [4]: capillary, cavernous and
cystic lymphangioma. Clinically, lymphangiomas are slow growing, painless soft
tissue mass. The clinical appearance of lymphangioma depends on the extension
of the lesion. Superficial lesions consist of elevated nodules with pink or yello-
wish color or seen as transparent grouped vesicles, which can be red or purple
due to secondary hemorrhages. Deeper lesions are described as soft, diffuse
masses with normal color [2].

The treatment of lymphangioma depends upon their type, size, and involve-
ment of anatomical structures. Various treatment modalities were advocated [5].
Surgical excision is mostly indicated when vital structures are not involved. Pro-
cedures such as radiation therapy, cryotherapy, electrocautery, sclerotherapy,
steroid administration, embolization, ligation, and laser surgery have also been
proposed to treat lymphangiomas [5].

The following case report is of adult patients with Cystic lymphangioma on
the floor of the oral cavity extending to the right submandibular region and its

management.

2. Case Report

A 23-year-old man, patient presented with two years’ history of right subman-
dibular painless swelling which increased insidiously in volume, Patient also re-
ported difficulty in swallowing and chewing due to growth, without compressive
sign. On examination, a diffuse swelling on the right submandibular region of
size approximately 8 cm x 6 cm, without significant change in surface texture or
color. On palpation, regular and well limited mass of right submandibulare re-
gion, nontender and there were no palpable pulsations felt. Intraoral hard tissue
examination revealed caries, the pressure of the mass of which resulted in an
upward expansion of the mucous membrane of the floor of the oral cavity,
without Reduction of tongue movement nor loss of sensory or motor functions.
Based on the history and clinical feature a provisional diagnosis of lymphangi-
oma of was made.

Cervical computed tomography confirmed the cystic nature of the swelling
located at the level of the floor of the oral cavity extended below right angulo-
mandibular, well limited, thin wall, unmodified after contrast and measuring 81
x 80 x 70 mm in diameter, pushing hyoid bone, pharynx, as well as the tongue
above (Figure 1). The patient underwent a right cervicotomy which allowed
complete removal of this mass (Figure 2).

the mass extracted is of cystic nature (Figure 3), of oval shape with thick wall,
of regular surface with clear limits; it measured 80 mm. The histopathological

study made the diagnosis of a cystic lymphangioma. The patient progressed well
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postoperatively. Regular monitoring did not reveal any recurrence with a

three-year follow-up.

Figure 1. Cervical CT in coronal section (A) axial section (B) sagital
section (C): Hypodense mass cystic nature sitting at the level of the buccal
floor extended below right angulomandibular, well limited, thin wall,
unmodified after contrast and measuring 81 x 80 x 70 mm in diameter.

Figure 3. The tumor mass of cystic lymphangioma.
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3. Discussion

Lymphangiomas are a heterogeneous group of benign vascular malformations of
the lymphatic system composed of cystically dilated lymphatics. It has also been
called a malformation, a hamartoma, and an embryonic tumor [1]. The defini-
tion of lymphangioma, first described in 1828 by Redenbacher (apud Martinot,
1997), still controversial today. They neither become malignant nor have a fa-
milial tendency [6]. Lymphangiomas are believed to arise from lymph sac se-
questration and enlarge due to inadequate drainage, from lack of communica-
tion with the central lymphatic channels or excessive secretion of lining cells [7]
[8]. 65% to 75% of lesions are present since birth. About 90% of these develop
before the age of 2 years, their occurrence in adults is very rarely observed [9]
[10]. There is no sign of racial predominance and also equal sex incidence re-
ported in most of the studies [2]. Lymphangiomas have a marked predilection
for the head and neck region, which accounts for about 75% of all cases [9]. At
the level of the oral cavity, the tongue is the main site of these lesions, moreover
the floor of the oral cavity is very rarely concerne [11].

The classifications of the lymphangioma are not standardized. Traditionally,
they have been divided into four categories based on histologic appearance as-:
Lymphangioma simplex (composed of small thin-walled lymphatics), Cavernous
lymphangioma (comprised of dilated lymphatic vessels with surrounding adven-
titia), Cystic lymphangioma (consisting of huge, macroscopic lymphatic spaces
surrounded by fibrovascular tissues and smooth muscles), Benign lymphangioen-
dothelioma (lymphatic channels appear to be dissecting through dense collagenic
bundles) [12]. These categories are somewhat artificial and many lesions are com-
binations of all categories. Microcystic lymphangioma consists of cysts measuring
less than 2 cm in size, whereas the size of cysts in case of macrocystic lymphangi-
oma is more than 2 cm. The mixed lymphangioma is characterized by cysts of
variable sizes, i.e. some cysts are more than 2 cm in size and others are less than
2 cm [12]. In the macro-cystic forms, the swelling is rather of subcutaneous seat,
soft, not pulsatile, being able to be firm in places, movable compared to the skin
whereas it seems fixed to the deep planes. In microcystic forms, the swelling is
quite firm, appearing to be attached to the skin, due to the invasion of the skin
and subcutaneous tissues, which gives them a more disturbing character [13].

A classification of the lymphangioma of head and neck on the base of ana-
tomical involvement had been proposed by De Serres LM (lymphatic malfor-
mation): 1) Stage/class I: infrahyoid unilateral lesions; 2) Stage/class II: supra-
hyoid billateral lesions; 3) Stage/class III: suprahyoid or infrahyoid unilateral
lesions; 4) Stage/class IV: suprahyoid bilateral lesions; 5) Stage/class V: supra-
hyoid or infrahyoid bilateral lesions; 6) Stage/class IV: infrahyoid bilateral le-
sions [14].

Cystic lymphangioma can be asymptomatic, appearing in the form of a soft,
regular and well limited swelling or manifesting itself as a result of complications

related to the compression and repression of neighboring structures: obstruction
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of upper airways (sometimes leading to the practice of evacuative puncture, tra-
cheal intubation or even a tracheostomy) [15] [16], pain, tongue’s extrusion,
sialorrhea, deformity of jaws, as well as difficulties in mastication, speech, and
during oral hygiene, dysphagia, peripheral neurological disorders, secondary in-
fection with fistulization of the skin or bleeding-ntracystic [17].

Imagistic studies are important for the confirmation of the diagnosis [18]. Ul-
trasound is the first line examination to show the cystic tumor in the form of a
very limited hypoechoic mass. Computed tomography (CT) is a great contribu-
tion to the pre-therapeutic assessment of cystic lymphangioma, it makes it poss-
ible to appreciate the appearance of the tumor, its limits and to analyze the ex-
tensions towards the parotid, para-pharyngeal and mediastinal regions, which
could modify the therapeutic protocol. In macro cystic forms, the mass appears
relatively homogeneous, of essentially liquid density and of clear contours. It of-
ten has internal partitions that are difficult to highlight. As a rule, the mass does
not gain contrast. Peripheral contrast enhancement can be observed during a
local inflammatory complication. In the microcystic forms, the difficulties reside
in the absence of clear limits, because these malformations creep in between the
various elements of the deep planes and the neighboring organs. Some authors
consider Magnetic resonance imaging (MRI) as the best test to assess the exten-
sion of Lymphangioma. According to them, this is the benchmark exam [19]
[20] [21]. In fact, MRI makes it possible to perform a three-dimensional study of
the region concerned better than CT, especially in the case of extension to the
floor of the oral cavity, to the deep spaces of the face or in the case of parotid lo-
calization. It also makes it possible to specify the relationships with the aerodi-
gestive axis. As for the puncture for cytological examination, it is not recom-
mended due to the risk of septic inoculation and hemorrhage [22].

However, it is interesting in the case of an extensive compressive lymphan-
gioma, thus making it possible to relieve skin tension in the event of an abrupt
increase in tumor volume or to decrease laryngo-tracheal compression. Imaging
also makes it possible to make the differential diagnosis with other cervico-facial
lesions of a cystic nature, such as: bronchial cyst, thymic cyst, cyst of the thy-
reoglossal tract, collected abscess, hematoma, tumors necrotic, cystized teratoma
[18].

The treatment of lymphangioma depends upon their type, size, involvement
of anatomical structures and infiltration to the surrounding tissues 4 as well as
the risk of complications. Microcystic lesions do not respect tissue planes, are
diffuse and difficult to eradicate, whereas macrocystic lesions are localized and
easily excised. The most effective treatment is surgery, for most authors, once
the operative indication is given, the lymphangiomas must be operated as soon
as possible without expecting a possible spontaneous regression (16% of cases)
[7] [10] [23] [24] and without waiting complications. when vital structures are
not involved and the aims are to restore adequate breathing and swallowing, The
goal of surgery is to have a complete excision with preservation of all cervical

vascular, neurological and glandular structures while respecting the aesthetic
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side [10] [15]. This excision surgery is mainly recommended in cystic lymphan-
giomas limited to one or two cervical regions, in microcystic or mixed forms, in
mono or paucikystic forms limited to the neck and in residual lymphangiomas
after sclerotherapy.

However surgical complications, which occur in 19% to 33% of the cases, in-
clude formation of hematoma, lymphocele, scar, abscess, infection, wound de-
hiscence and nerve palsy (6% to 76% of cases) [25] [26]. According to the dif-
ferent series, the nerves most often affected are the mental branch of the facial
(10% to 33%) [10] and the spinal nerve.

The various treatment modalities for lymphangioma are radiation therapy,
cryotherapy, electrocautery,sclerotherapy, steroid administration, embolization
and ligation, laser surgery with Nd-YAG9-11, CO,, and radiofrequency tissue
ablation technique [7]. Nd-YAG laser surgery has become widely preferred be-
cause of its advantages as less bleeding and edema versus standard methods of
surgical resection. Sclerosing agents are ineffective, probably as a result of the
discontinuous basement membrane of the lymphatic vessels [27]. In choosing
the ablative therapy of lymphangiomas, the exact knowledge of the anatomy, and
spread of lesions are very important.

Recurrence is common because of its infiltrative nature. According to the
study conducted by Orvidas and Kasperbauer, the recurrence rate for lymphan-
giomas was 39% [28]. The high percentage of oral involvement correlated with a
high degree of persistent disease. The most common sites for recurrence are the
tongue and hypopharynx and/or larynx in this case report, we opted for their
surgical removal. After 3 year of follow-up, no sign of lesion relapse was identi-
fied.

4. Conclusion

Cystic lymphangioma is a rare benign tumor, but potentially serious by its pro-
gressive characteristics and its dissecting tendency, usually known by its occur-
rence at a very early age. It is more frequently encountered at the cervical level.
This tumor is exceptionally described in an adult at the level of the floor. Of the
oral cavity surgery is the treatment of choice. It is indicated for the first intention
in localized and diffuse macrocystic forms and in microcystic forms. Full exci-
sion is the only guarantee to avoid recurrences. It is important that the patient
understands that this pathology is benign and that it does not present a risk of

malignant transformation.
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