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Most orbital lymphomas are NHL and tend to present in the 
sixth and seventh decade and present anteriorly in the orbit.4 
Presentation before the age of 20 is rare.4 In one reported case 
series,1 although NHL was the most frequent malignant tumor 
of the eye and ocular adnexae (55%), the youngest patient was 
15-years-old (15 to 96) and the median age was 71 years. 

In another review5 of 145 patients of lymphoma orbit and/
adnexa and/ocular, the youngest patient was three-years-old 
(three to 96 years) and the median age was 66 years and 10% 
were bilateral. Exophthalmia was seen in 27%. Kodsi et al. in 
their review of 340 orbital tumors in children found only 18.2% 
of them to be malignant6 (11.5% primary and 6.8% metastatic). 
Among 62 malignant tumors rhabdomyosarcoma (24) was the 
most common malignant neoplasm, with lymphoma (Þ ve) 
much less frequent.

Most of the lymphomas of the eye and its adnexa are NHL of 
B-cell type.7 Computed tomography demonstrates the molding 
of the mass to orbital structures, such as the globe and orbital 
bones, without bony erosion except in large cell lymphoma.4

Radiotherapy is eff ective in indolent forms and chemotherapy 
is applied in aggressive lymphomas and a combination of radio- 
and chemotherapy may even be more eff ective.8 The presence 
of bilateral involvement, extension to the subcutaneous 
tissue or temporalis fossa is associated with increased risk of 
dissemination.9 Higher grade and destruction of orbital wall 
suggest a poor prognosis.10

In conclusion, it was a rare presentation of a primary 
orbital NHL in a child aged 18 months presenting as rapidly 
progressive bilateral axial proptosis with an early metastasis. In 
this case the tumor was so poorly diff erentiated that it couldn�t 
be classiÞ ed.3 Bony erosion of orbital and nasal wall instead 
of molding to the adjoining structures was seen. There was 
no radiation-induced complication in the eye with the dosage 
given, over a follow-up period of 6.5 months. 
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Extensive ocular surface scarring is the common denominator in 
Stevens-Johnson syndrome (SJS) causing complications such as 
symblepheron, dry eye, ocular surface keratinization, lacrimal 
duct obstruction and lid deformities.1 Conjunctival and orbital 
cysts were reported occasionally.2 We describe the occurrence of 
bilateral conjunctival retention cysts in a child with SJS. 

Case History
An 11-year-old male child was referred for epiphora and 
bilateral conjunctival swelling. He was admitt ed in a hospital 
and treated for SJS aft er an att ack of brief fever, three years 
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Discussion
Conjunctival cysts may be congenital or acquired. Acquired 
conjunctival cysts can occur due to sequestration of the 
conjunctival cells adjacent to scars aft er penetrating trauma, 
surgeries involving conjunctival and tenon�s fascia manipulations 
like strabismus surgery or even aft er sub-tenon�s injection of 
anesthetic agents.3,4 Cicatricial ocular inß ammations are another 
common source for conjunctival cysts. The extensive surface 
inß ammation with adhesions between the tarsal and bulbar 
conjunctival surfaces can cause sequestration of epithelium 
beneath the surface with the formation of retention cysts, 
in ocular surface inß ammatory conditions.5 In SJS extensive 
surface denudation and inflammation in the acute phase 
can lead to such adhesions between the healing conjunctival 
surfaces. Even in the late cicatricial phase, ongoing epithelial 
hyperproliferation with inß ammatory cell inÞ ltration in the 
substantia propria has been demonstrated in the conjunctiva.6 
This can lead to cyst formation from the proliferating 
sequestrated epithelial cells as in our case. This inclusion can 
be further aided by practices like breaking the conjunctival 
adhesions with glass rods during the acute phase. The 
presence of cilium in one of the cysts could have occurred by 
this mechanism. Chronic ocular surface inß ammation is also 
att ributed to the formation of cysts in conditions like pterygium, 
vernal keratoconjunctivitis.7 In SJS ongoing ocular surface 
inß ammation has been well established.8 

While smaller cysts can be of cosmetic problems, larger ones 
can act like space-occupying lesions and restrict ocular motility. 
Surgical interventions like excision and marsupialization were 
suggested for larger cysts.5 We have chosen a conservative 
approach, as they were cosmetically insigniÞ cant, with good 
lid closure and a stable ocular surface. Lacrimal drainage 
system obstruction causing bilateral dacryocystoceles in SJS 

have been reported and managed with dacryocystorhinostomy 
with silicone tube insertion.9 We opted to manage the epiphora 
also conservatively to maximize the protective eff ect of punctal 
occlusion in maintaining a healthy ocular surface as reported 
by Kaido et al.10 

Stevens-Johnson syndrome can result in devastating 
ocular surface scarring and keratinization in its severe form. 
This report extends the spectrum of minor long-term ocular 
complications associated with SJS. Caution during procedures 
like glass rodding in acute phase and controlling inß ammation 
in the late phase can reduce this complication. 
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before. The hospital notes recorded supportive management 
with intravenous ß uids, antibiotics and an advice to avoid 
analgesics, anti-inß ammatory agents, penicillin and sulpha. 
Though ocular involvement was noted there were no details 
about its management. On examination, he had uncorrected 
visual acuity of 20/20 in both eyes. Anterior segment 
examination revealed bilateral palpebral conjunctival scarring, 
patchy obliteration of inferior fornices and cicatricial occlusion 
of all puncta. An ovoid, translucent conjunctival cyst was seen at 
the medial end of each inferior fornix, behind the cannalicular 
area. They were easily prolapsed by everting the eyelid and 
applying upward pressure [Figs. 1 A and B]. The cysts seem 
to extend from adjacent palpebral conjunctival scarring. 
A cilium was incorporated in the left  cyst. The lid margins 
were otherwise normal without signiÞ cant keratinization. 
The corneas were clear with no signiÞ cant staining. The tear 
meniscus was adequate in both eyes. Tear Þ lm breakup time 
and the Schirmer�s test values were within normal limits. There 
was no swelling over the lacrimal sac areas and no regurgitation 
was seen on pressure over the sacs. The ocular motility was 
normal. Since the ocular surfaces were healthy despite the 
conjunctival scarring and the cysts did not cause cosmetic or 
functional problems, we decided to observe the patient and the 
same was explained to the parents. 

Figure 1A: Conjunctival linear scarring, adjacent translucent cyst and 
cilium within

Figure 1B: Occluded punctum and the cystic mass
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Systemic lupus erythematosus (SLE) is an autoimmune disorder 
characterized by damage of tissues and cells by pathogenic 
autoantibodies and immune complexes. At onset, SLE may 
involve only one organ system (additional manifestations may 
occur later) or may be multisystemic.1 The ocular manifestations 
are varied and include involvement of the lids, cornea, 
secondary Sjogren�s syndrome, conjunctival hemorrhages, 
sclera, retinal vascular disease with retinal hemorrhages; and 
neuro-ophthalmic lesions.2,3 The retinal arterial occlusion is an 
unusual and serious ocular complication which may be sight-
threatening.4 We herein describe an unusual presentation of 
lupus vasculopathy in the form of macular arterio-arterial and 
arterio-venular shunts with extensive macular ischemia as a 
presenting sign.

Case History
A 31-year-old woman presented with the blurring of vision 
in her both eyes (left  more than right) of one-month duration. 
Her best corrected visual acuity was 20/100 in the right eye 
and counting Þ ngers at 1 m in the left  eye. Anterior segment 
examination showed early posterior subcapsular cataract 
and few anterior vitreous cells in both the eyes. Intraocular 
pressure, Schirmer�s test and anterior segment Þ ndings were 
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within normal limits. Fundoscopy revealed diff use arteritis with 
multiple cott on wool spots (CWS) in both the eyes. Additionally, 
arterio-arterial and aretrio-venular shunt was noticed across the 
macular area in the left  eye [Fig. 1]. Fluorescein angiography 
(FA) demonstrated extensive areas of retinal ischemia and 
later leakage from the arterial tree and the optic disc in both 
the eyes. Extensive macular ischemia and arterio-arterial and 
arterio-venular shunts were noticed across the macular area in 
the left  eye [Fig. 2].

Rheumatologist�s opinion was sought due to her multisystem 
complaints and she was found to have polyarthritis, 
hepatosplenomegaly, oral ulcers and renal involvement. 
Systemic blood pressure was normal. Subsequently, by 
laboratory investigations she was found to be positive for 
rheumatoid arthritis factor, complement-reactive protein, 
antinuclear antibody and subnormal complement factor-
3. Abdominal ultrasonography revealed right iliac fossa 
adenopathy and thickened bowel loops apart from enlarged 
spleen and liver. Based on medical and laboratory investigations 
a diagnosis of SLE was made and she was started on oral 
steroid therapy (prednisolone) on tapering doses (60 mg/day 
tapered by 10 mg every week for six weeks)) and posterior 

Figure 1 A-D: (A-B) Color photograph of both the eyes at presentation 
showing multiple cotton wool spots (black arrow) scattered all over 
posterior pole. Also notice the arterio-arterial and arterio-venous 
shunts across the macular area (white arrow) in the left eye. (C) 
Color photograph of the right eye at Þ nal visit showing complete 
disappearance of cotton wool spots. (D) Color photograph of the left 
eye at Þ nal visit showing extensive tractional retinal detachment (black 
arrow) and severe optic disc pallor 


