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Abstract  Case Report 

 

Orbital cystic lymphangioma is a rare benign vascular malformation that typically presents in childhood. It may manifest 

as progressive exophthalmos and can be complicated by hemorrhage. We report the case of a 7-year-old girl presenting 

with progressive left-sided exophthalmos associated with divergent strabismus. Imaging suggested a cystic intraorbital 

lesion, and the diagnosis of cystic lymphangioma was confirmed by histopathological examination following complete 

surgical excision. The postoperative course was favorable, with no recurrence at 6 months. 
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INTRODUCTION 
Orbital lymphangiomas belong to the spectrum 

of low-flow vascular malformations arising from 

congenital abnormalities of the lymphatic system. 

Although histologically benign, their clinical behavior 

can be locally aggressive due to their infiltrative and non-

encapsulated nature. Orbital localization remains rare but 

is of particular concern given the risk of visual 

compromise and orbital deformity. 

 

These lesions often pose diagnostic and 

therapeutic challenges. Advances in imaging, especially 

MRI, have improved diagnostic accuracy, while 

management strategies remain debated, ranging from 

conservative monitoring to surgical intervention. 

 

CASE PRESENTATION 
A 7-year-old female patient was referred for 

evaluation of a progressive protrusion of the left eye 

evolving over 9 months. The condition was associated 

with divergent strabismus but was not accompanied by 

visual acuity loss or any prior history of ocular trauma. 

 

On physical examination, a bluish discoloration 

of the left upper eyelid was noted, predominantly on the 

medial side, along with superficial telangiectatic vessels. 

No inflammatory signs were observed. The 

exophthalmos was non-axial, with inferolateral 

displacement of the globe. 

 

Ophthalmological assessment demonstrated 

preserved visual acuity, intact pupillary responses, and 

full ocular motility without diplopia. However, divergent 

strabismus was confirmed. 

 

Magnetic resonance imaging of the orbit and 

brain revealed a well-demarcated cystic intraorbital 

lesion, strongly suggestive of a lymphatic malformation. 

 

Surgical management was undertaken under 

general anesthesia, allowing complete excision of the 

lesion. Histopathological examination established the 

diagnosis of orbital cystic lymphangioma. 

 

Postoperative recovery was uneventful. At 6-

month follow-up, the patient remained asymptomatic, 

with no clinical or radiological evidence of recurrence. 
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Fig. 1: A: Left non-axial, inferolateral exophthalmos 

B: Follow-up after 6 months 

 

 
Fig. 2: Coronal section showing a heterogeneous, polylobulated lesion with fluid-intensity signal of variable 

intensity. 

 

DISCUSSION 
Subaacute exophthalmos in children should 

raise suspicion of an orbital tumor until proven 

otherwise. Rhabdomyosarcoma is the malignant tumor 

that must be ruled out as a matter of urgency [1]. 

 

A lymphangioma is a benign cystic tumor 

resulting from a malformation of the lymphatic vessels; 

it most commonly occurs in the head and neck region in 

children. Orbital involvement is rare (1–2% of all orbital 

tumors) [2] and remains an exceptional cause of 

exophthalmos. 

Additional imaging examinations are essential 

to confirm the diagnosis. Doppler ultrasound 

demonstrates a cystic tumor with slow flow, but MRI 

remains the reference examination and allows 

visualization of heterogeneous, multilobulated tumors 

with fluid signal intensity that varies depending on 

hemorrhagic episodes of different ages. Furthermore, 

MRI enables the search for other localizations (palate, 

cheek, intracranial extension, etc.) and helps characterize 

the lesion as either a pure orbital lymphangioma or a 

diffuse form with eyelid infiltration [3]. 
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These tumors are poorly encapsulated and 

highly infiltrative, making surgical dissection difficult or 

even impossible. The currently recommended 

therapeutic approach is mainly conservative, and 

surgical excision is indicated in cases of acute 

hemorrhage with optic nerve compression, severe 

proptosis with corneal exposure, or significant cosmetic 

impairment [4–5]. 

 

In addition to surgery, other therapeutic options 

have been tested (corticosteroid injections, 

sclerotherapy); however, the results are not satisfactory 

and may sometimes be harmful to visual function. 

 

The risk of postoperative intralesional 

hemorrhage or tumor recurrence is significant, especially 

in cases of partial resection (58% of cases) [6–7]. 

 

Due to its often locally and locoregionally 

infiltrative nature, sometimes leading to major functional 

and aesthetic consequences, the prognosis of orbital 

lymphangiomas generally remains guarded. However, 

our case illustrates a lymphangioma with a favorable 

outcome, likely due to the less infiltrative nature of the 

tumor, timely management, and the quality of surgical 

excision, highlighting the importance of regular long-

term follow-up. 

 

CONCLUSION 
Orbital cystic lymphangioma should be 

considered in the differential diagnosis of pediatric 

exophthalmos. MRI is indispensable for diagnosis, and 

histopathological confirmation remains the gold 

standard. Management should be individualized, and 

complete surgical excision, when achievable, can lead to 

favorable outcomes. 
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