
 

 

 
 
 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Abstract:  

A 6yr old boy presented with complaints of swelling from the left parieto-temporal aspect of the scalp continuing into the 

temporal fossa which was gradually increasing in size since 2yrs and  forward protrusion of the left eyeball since 

2months, mild axial proptosis with scleral show. Systemic examination showed enlarged pre-auricular & submental 

lymph nodes bilaterally. The CT scanning of brain and orbits showed two separate masses an intraorbital multicystic mass 

in left retrobulbar area and a parieto- temporal region. Combined intervention by the neurosurgeon was done for excision 

of masses and sent for histopathological examination. Complete ptosis noticed in left eye in 1st week. B-scan of left eye 

showed normal study postoperatively. Ptosis was corrected by Frontalis Sling Surgery. So hereby reporting a rare case 

with two noncommunicating orbital lymphangiomas. 
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Introduction  

 Lymphangioma is a rare, diffusely 

infiltrating benign nonencapsulated vascular tumor 

most commonly diagnosed in the first or second 

decade of life [1]. These are benign hamartomas with 

no sex predilection. 20% of lymphangiomas involve 

the orbit and ocular adnexa, they account for less 

than 2% of orbital biopsies [2]. Presenting signs 

include slowly progressive proptosis, vertical globe  

 

displacement, restriction of eye movements, and 

ptosis. Most common presentation being swelling 

with ptosis followed by Proptosis and haemorrhage, 

the superficial lymphangioma typically presents as a 

small multilobulated cystic mass of bulbar 

conjunctiva and/or the lid that neither affects vision 

nor displaces the globe [3]. The orbital 

lymphangioma is located behind the orbital septum 
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and involves the intraconal and/or extraconal space 

[4].    

 

Case report: 

 A 6yr old boy at Mamata General Hospital, 

Khammam, presented with complaints of swelling 

over the left half of the scalp extending up to the left 

eye since 2years and forward Protrusion of the left 

eyeball since 2months. The swelling over the left half 

of the scalp was gradually extending up to the left 

eye since 2 years. Forward protrusion of the left 

eyeball since 2 months which was progressive and 

painless. There was no history of redness, watering, 

discharge, diplopia, squinting. The examination was 

carried with the prior consent from the patient, on 

general examination revealed enlarged Pre-auricular 

and submental lymph nodes. On ocular examination 

visual acuity is 6/6 in both eyes, colour & near vision 

are normal, visual axes parallel. Left eye showed 

mild axial Proptosis of 2-3mm.with Scleral show .On 

local examination Swelling is 10 x 4cm in size, 

extending from the left parieto-temporal aspect of the 

scalpto supero-temporal aspect of left orbit. All the 

margins are well defined except for the inferior 

aspect, Swelling is non tender, mobile, non 

compressible, non reducible, firm in consistency. 

Transillumination is negative.  Rest of the anterior 

segment and fundus picture is normal in both eyes. 

 On routine blood investigations ESR is 

40mm / 1
st
 hr and AEC is 1326 Cell / Cu mm.  In 

view of eosinophilia, patient was treated with Tab. 

DEC 100mg OD, along with Tab.Zentel 400mg stat 

and reviewed after 2 weeks for surgery. C.T scan 

brain and orbit showed two separate masses. Intra 

orbital mass, multicystic, ranging from 10-20HU 

noted in left retrobulbar area extending lateral to the 

globe, with no contrast enhancement. Parieto 

temporal soft tissue density mass about 7 x 4 cm in 

size was observed. Suggesting possibility of 

Lymphangioma. M.R.I findings are consistent with 

that of C.T (Fig: 1). Patient was posted for surgery 

under guarded visual prognosis and both the masses 

were excised, parieto temporal mass excised through 

parieto temporal craniotomy approach(Fig 2) by 

neurosurgeons and intraorbital mass excised through 

lateral orbitotomy approach (Fig 3) and sent for 

Histopathological examination. Both Specimens 

showed multiple irregular shaped lymphatic channels 

which are lined by flatten endothelial cells and filled 

with a proteinaceous, eosinophilic material. 

Haemorrhage was noted suggesting lymphangioma.  

 On first week of post operative examination 

complete ptosis is present in left eye (Fig : 4) . 

Proptosis is reduced; extra ocular movements were 

normal, visual axis parallel with normal visual 

acuity. B-scan of left eye showed normal study. 

Iatrogenic ptosis corrected with frontalis sling 3 

months postoperatively. (Fig: 5 & 6). 

 

Discussion 
 Lymphangiomas are benign hamartomas. 

They can arise in many of the soft tissue sites of the 

body, including the eyelids, conjunctiva and orbit. If 

located anteriorly, the palpated lesion will feel 

multilobulated and is easily compressible. There are 

reports suggesting that the tissue tends to increase in 

size following an upper respiratory infection, as do 

other lymphoid structures (tonsils, adenoids, lymph 

nodes) [5].
 

 Presenting signs also include diplopia, 

tearing, vertical globe displacement, restriction of 

eye movements, and ptosis, eyelid and brow 

thickening [6]. In addition, spontaneous hemorrhage 

into vascular channels can result in acute proptosis, 

compressive optic neuropathy, loss of vision, nausea 

and vomiting.  This case is rare that being presented 

only with axial proptosis without any restriction of 

movements or any loss of vision.  

            Jones suggested that the human orbit may 

have lymphatic channels. Therefore, lymphangioma 

may represent a hamartomatous abnormality of 

existing orbital lymph vessels. Orbital 

lymphangiomas can be associated with an orbital 

and/or intracranial arteriovenous malformation [7]. 

Katz and colleagues attempted to explain this by 

stating that lymphangiomas represent a spectrum of 

multicentric venous lymphatic vascular 

malformations, depending on the time of occurrence 

during embryonal development [4]. 

        Pathologic examination of a lymphangioma 

reveals a nonencapsulated lesion with variably sized 

cystic spaces lined by flattened endothelial cells. 

Pericytes and smooth muscles are absent from the 

vessel wall. This feature, the progression by recurrent 

intralesional hemorrhages and absence of clinical 

response to interferon and corticotherapy help to 

distinguish lymphangioma from cavernous 

hemangioma [8]. To establish diagnosis, CT scan and 

MRI of the orbit are obligatory. CT scan usually 

shows a multilobulated cystic mass within the orbit, 

and intralesional calcifications may be demonstrated. 

MRI is the modality of choice to identify the 

hemorrhagic cyst as well as the lymphatic cystic 
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component. Hemorrhagic cyst (acute and subacute) 

shows increased signal on both T1- and T2-weighted 

MRI images, whereas lymphatic cysts are 

hypointense on T1-weighted images and 

hyperintense on T2-weighted images. MRI study is 

most helpful in documenting fluid level within the 

multicystic lesion. However, the use of systemic 

steroids has generally been described as helpful. 

However, some authors have found it to be of 

minimal help. Theoretically, the beneficial effect of 

steroids in lymphangioma is a reduction of lymphoid 

hypertrophy and stabilization of the vasculature. 

Surgical management is indicated when there are 

major macrocysts that raise the orbital pressure, 

compress the optic nerve and cause extreme 

proptosis. Surgery should consist of limited 

intraorbital dissection and decapitation of the 

offending blood cysts. The specific role of platelet-

derived growth factor receptor inhibitors, such as 

imatinib mesylate, is under investigation. One 

proposed surgical technique describes combining 

partial controlled decompression of the lesion with 

intralesional injection of Tisseel fibrin glue (Baxter 

AG) [9]. 

 

Conclusion 
              Orbital lymphangioma should be considered 

in any case of proptosis in childhood. Associated 

extraorbital localizations, particularly intracranial 

vascular venous anomaly, must be ruled out. A 

multidisciplinary approach is needed, and the 

treatment has to be as conservative as possible if 

vision is not at risk and cosmesis is acceptable. 
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Figure 1: MRI of the brain and orbit showing both 

intraorbital and parieto-temporal masse lesion of left 

side not enhancing with contrast. 
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Figure 2: Exploration and excision of Parieto-

temporal mass by parietotemporal craniotomy 

by neurosurgeon 

 

Figure 3: Exploration and excision of Intra 

orbital soft tissue mass by lateral orbitotomy 

 

Figure 4: Patient presenting with ptosis 1 week 

postoperatively 

 

Figure 5: Frontalis sling surgery using silicon sling to 

correct post operative ptosis 

 

Figure 6: Left side ptosis corrected after frontalis 

sling surgery 
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