Austin Journal of Clinical Ophthalmology

Case Report

Open Access

(ﬁusti n Publlshing Group

Orbital Cystic Lymphangioma in Children: A Case Report
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Abstract

Orbital lymphangioma is a rare benign tumor that represents
1-2% of all orbital orbital tumors [1]. These lesions are extremely
serious not only because of its functional and aesthetic repercus-
sions, but because it’s difficult to have a complete surgery due to
the relationships [2].

The diagnosis is most frequently radiological and the manage-
ment is often highly complex; involving both surgical and medical
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treatment.
Recurrence is frequent, even after successful surgical treatment.

In this work, we report the case of an orbital lymphangioma in
a 6-month-old child with a good evolution after complete excision
of the lesion.
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Introduction

Lymphangiomas are benign congenital lesions which mostly
affect the head and neck region [3]. They are progressive le-
sions, presenting as thin-walled and dilated vessels isolated
from the arteriovenous circulation [2,4]. They are often diag-
nosed in early childhood, but may go undetected for several
years. In other cases they can appear after a triggering factor
such as trauma, upper airway infection [3,5,6].

Case Report

C.W, a 6-month-old boy with no previous pathological his-
tory, was brought to the emergency department of ophthal-
mology and maxillofacial surgery for lower palpebral swelling of
the right eye associated with chronic tearing and recurrent con-
junctivitis since birth. Ophthalmological examination revealed
normal visual behavior, a glare reflex with positive photomotor
reflex,good eye tone, preserved ocular motility and unilateral
convergent strabismus of the right eye (Figure 1).

Maxillofacial examination revealed a painless inferomedial
palpebro-orbital tumefaction on the right, with no evidence of
exophthalmos, proptosis or lateral dystopia. Ophthalmological
examination of the left eye, ENT and general examination were
normal. The Valsalva maneuver was negative.

A cranio-orbital CT scan showed an extra-conic, homoge-
neous, well-limited intra-orbital mass, isodense poorly en-
hanced after contrast injection; measuring 10¥16*14 mm. That
mass had an intimate contact with the eyeball and the inferior
rectus muscle and respecting the bone. (Figure 2).

The patient underwent laborious surgical removal of the tu-
mor under general anesthesia, using a subciliary approach that
respected the eyeball, its musculature and the orbital fat.

Anatomopathological analysis of the surgical specimen con-
firmed the diagnosis of lymphangioma cyst (Figure 3).

The postoperative course was straightforward, with good
aesthetic and functional results (Figure 4).

At one year's follow-up, the patient hasn’t presented any tu-
mor recurrence or ocular functional ocular disorders.

Figure 1: Lower eyelid eIIing of the righ eye.
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Figure 2: Axial and coronal sections revealing an extraconal intraor-
bital mass in intimate contact with the eyeball, displacing the infe-
rior rectus muscle, and respecting the adjacent bone.
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Renseignements cliniques Tuméfaction palpébrale inférieure droite

Résult L i e
: 22HS2 cB

- Anticorps anti CD3 1 : positif

-Anticorps anti D2-40 : positif.

~Anticorps anti AML : négatif (avec témoin interne positif).
- Anticorps anti SALL 4 ; négatif

CONCLUSION :

Aspect morphologigue et profil immunohistochimigue d’un Lymphangiome kystigue.
Absence de signe de malignité.

Figure 3: Anatomopathological analysis of the surgical lesion.
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Figure 4: Post-operative results on day 5 before suture removal.

Discussion

Lymphangiomas are localized malformations of the vascular
and lymphatic system that occur most frequently in the head
and neck regions of children [7].

Their orbital-palpebral localization remains relatively rare,
accounting for 1 to 2% of all orbital tumors [1].

They generally occur in the first decade of life, but may pres-
ent late in the course of trauma to the orbit, recent infection of
the upper respiratory tract, or hemorrhage of the eye [2,5,6].

In the orbit, lymphangiomas can be superficial (conjunctiva,
eyelid), deep (intra-orbital) or mixed [2].

The tumor growth is slow and may remain silent for a long
time [2]. The main symptom is exophthalmos, isolated or asso-
ciated with other orbital signs such as ptosis, edema, asymme-

try, proptosis, limitation of eye movements, decreased or lost
visual acuity, amblyopia in a child [7].

However, intrinsic hemorrhage may occur within the tumor
which increases its size, consequently leading to acute exoph-
thalmos with occasionally the optic nerve compression, with
or without diplopia and rapidly compromising ocular prognosis

[2].

Lymphangiomas can also rapidly increase in size during epi-
sodes of respiratory, ENT infections, or superficial infections of
the face; probably due to hyperplasia of the lymphocytic com-
ponents [5,6].

Unlike hemangiomas, orbital lymphangiomas are not encap-
sulated and don’t respect precise anatomical boundaries [2].
They are sometimes associated with other angiomas, vascular
anomalies or even other inflammatory diseases such as Inflam-
matory Bowel Disease [12].

Imagery has undeniable help in confirming the diagnosis [2].

Ultrasound associated with echo doppler may be useful, but
magnetic resonance imaging remains the key exam in the di-
agnosis of orbital lymphangiomas. It determines the location,
the appearance, the size and the relationship with orbital struc-
tures [3].

Orbital lymphangiomas are known for their difficult treat-
ment, especially surgically; with a high recurrence rate. This is
explained by the thinness of the cystic walls and their proximity
to the eyeball and other orbital structures, which are all neces-
sary for good vision, making the surgical procedure laborious
[1,2,7].

The type of treatment also depends on lymphangioma size,
cyst type and location [7]. Various procedures for cystic lymph-
angioma have been proposed in the literature but no consensus
has yet been reached [8].

Some studies report regression of cystic lymphangiomas
with different treatments: medical treatment with Sirolimus,
surgery or sclerotherapy.

The indication of surgery is usually delayed until it becomes
essential [8]. The surgery currently recommended is mainly
conservative, and excision should be performed in the following
situations: acute hemorrhage with optic nerve damage (as in
our patient's case), significant exorbitism with corneal exposure
or significant aesthetic disorders [2].

Drainage of the voluminous cysts, followed by filling of the
cavity with tissue-glue to solidify the cysts and ensure a haemo-
static effect may be proposed in certain cases, such as macro-
cysts [9,10].

Sclerotherapy consists in injection of sclerosing agent into
the lesions aims to reduce lymphangioma size, asymmetry and
pain, and to avoid surgical complications. The current products
used are bleomycin /sodium tetradecyl sulfate (STS) / Picibanil
(OK 432)/ ethanol [8].

Oral systemic medications such as aluminum hydroxide,
bisphosphonates are also used to reduce size and symptoms in
lesions that are difficult to access surgically or by injection [11].

Given its often locally and locoregionally infiltrative nature,
sometimes with major and aesthetic repercussions, the prog-
nosis for orbital lymphangiomas generally remains guarded [1].

Submit your Manuscript | www.austinpublishinggroup.com

Austin J Clin Ophthalmol 11(1): id1175 (2024) - Page - 02



Austin Publishing Group

Conclusion

Orbital lymphangiomas may be present from birth or appear
in early childhood, which is why it is important to make this di-
agnosis in any child presenting with exophthalmos. Because of
these sight-threatening complications, early and effective treat-
ment is crucial to prevent functional and aesthetic prognosis.
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