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Chronic inß ammation and raised IOP in the eye could 
be either due to the physical presence of a motile worm or 
immune reaction to the toxins released from the dead worm 
or both. Therapeutic success depends upon early and complete 
surgical removal of the worm, which could be a real challenge 
as worms are highly motile and only visible sporadically. A 
slight change in the microenvironment during corneal section 
leads to increased motility and sometimes disappearance of 
the worm in the eye. 

Ocular parasitosis should be kept in mind as a diff erential 
diagnosis in treating non-responsive chronic hypertensive 

granulomatous inß ammation, especially if the patient is of 
Southeast Asian origin or has recently visited the region.
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Extranodal Rosai-Dorfman disease 
presenting as an isolated epibulbar 
mass

Rajat Maheshwari, MD; Satish Shekde, MD

Rosai-Dorfman disease is a rare idiopathic disorder characterized 
by painless lymphadenopathy with cervical involvement in 
more than 80% cases. We report a case of Rosai-Dorfman disease 
presenting as an isolated epibulbar mass in a healthy young adult 
male. Epibulbar involvement in Rosai-Dorfman disease is a rare 
presentation as can be seen from a review of all literature. The 
presentation, diff erential diagnosis and treatment are discussed.
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Since the original description by Rosai and Dorfman,1 of sinus 
histiocytosis with massive lymphadenopathy (SHML), it has 
been recognized that this disease may occur in extranodal sites, 
oft en without any involvement of lymph nodes. Approximately 
10% of all cases of Rosai-Dorfman disease (RDD) are associated 
with soft  tissue involvement, and in some cases this may be 
the sole manifestation of the disorder.2,3 The orbit is a common 
extranodal site for RDD,4 epibulbar involvement is very rare. 

We report a case of extranodal RDD presenting as epibulbar 
mass without any other manifestation. Previously only four 
cases of RDD presenting as epibulbar conjunctival mass have 
been reported (Medline search).

Shri Ganapati Netralaya, Orbit, Lacrimal and Ophthalmic Plastic 
Service, Jalna-431 203, Maharashtra, India

Correspondence to Dr. Rajat Maheshwari, Orbit, Lacrimal and 
Ophthalmic Plastic Service, Shri Ganapati Netralaya, Jalna-431 203, 
India. E-mail: rajatm@netralaya.org

Manuscript received: 30.07.07; Revision accepted: 14.02.08

Case Report
A 17-year-old healthy male was seen with complaints of 
painless swelling over the left  eye for the past four weeks. The 
rest of the systemic and ocular history was not signiÞ cant. 
On examination his vision was 20/20 both eyes. On slit-lamp 
examination there was erythematous, subconjunctival nodular 
mass in the left eye [Figure 1]. The lesion had a smooth 
surface with normal surrounding sclera and was not tender. 
The mass appeared to be adherent to the underlying tissue. 
Anterior segment and fundus examination was otherwise 
normal. Systemic evaluation was negative and there was no 
lymphadenopathy. Hemoglobin, red blood cell count, total and 
diff erential white blood cell count, platelet count, erythrocyte 
sedimentation rate (ESR) and blood smear were normal. The 
patient underwent incision biopsy and the mass was subjected 
to histopathology. Hematoxylin and eosin stained sections 
showed a mixed cellular inÞ ltrate, predominantly composed 
of histiocytes mixed with lymphocytes, including plasma 
cells and polymorphous nuclear leucocytes. Several of these 
histiocytes showed emperipolesis, displaying phagocytosed 
lymphocytes. Histiocytes were Þ lled with pink cytoplasm and 
contained lymphocytes, a pathognomic Þ nding also known 
as lymphophagocytosis [Figure 2]. Stains for bacteria, fungus 
and acid-fast bacilli were negative. The patient was started on 
systemic prednisolone (1mg/kg body weight) on a tapering 
dose for a period of four weeks. At six weeks follow-up there 
were no new lesions and the subconjunctival mass showed 
no increase in size. The patient was advised a follow-up aft er 
three months. 

Discussion
Rosai and Dorfman Þ rst described sinus histiocytosis with 
massive lymphadenopathy in 1969.1 This disease mainly 
presents as a massive painless cervical adenopathy in children 
or young adults of African ancestry. Extranodal disease has 
been found to occur in 43% cases which may be widespread 
and most frequently involves the respiratory tract, paranasal 
sinuses, visceral organs, skin, bone, central nervous system, 
genitourinary tract, and orbit.2 Other features include low-
grade fever, leukocytosis with neutrophilia, elevated ESR, 
and hypergammaglobulinemia.5 Ocular involvement is 
relatively uncommon (8.5%), and most cases have presented as 
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lymphoproliferation in the soft  tissues of the orbit and eyelids.6 

Epibulbar mass as isolated Þ nding of extranodal RDD is very 
rare with only four cases reported in the literature so far.7-9

The underlying cause of RDD is unclear. Epstein-Barr 
virus2 and human herpes virus 6,10 have been isolated in a 
few patients, but no clear association has been identiÞ ed. 
Autoimmune disease, immunocompromise, and neoplastic 
cell disease may be a cause, but this remains unclear.2 There 
are rare associations with polycythemia vera, joint disease, 
glomerulonephritis, hematological antibodies, and Wiskott -
Aldrich syndrome.2

The diagnosis of RDD is made on histopathology. 
Characteristic histological features are histiocytic inÞ ltration 
admixed with lymphocytes and other inß ammatory cells. 
One typical feature of this entity has been emperipolesis, 
with histiocytes demonstrating phagocytosed lymphocytes 
and plasma cells. The histiocytes are typically Þ lled with pink 
cytoplasm and oft en contain lymphocytes, a pathognomic 

Þ nding also known as lymphophagocytosis. 

Histiocytes in RDD, Langerhan cell histiocytosis, and other 
histiocytosis express S-100, a neural tissue-speciÞ c protein; 
however, the pathophysiology of this S-100 expression remains 
obscure. Although positive staining for S-100 strongly suggests 
RDD, it is not absolutely required to make the diagnosis in the 
presence of typical histology of RDD.9 The disease is classically 
described to have an indolent, self-limiting course; however, 
this is not always the case. The various stages of disease 
progression are remission, recurrence, persistent but stable, 
primary progressive and death caused by the disease.

The therapy for RDD is yet to be determined because of 
the rarity of the disease and its propensity for spontaneous 
remission. Excision, radiation therapy, chemotherapy and 
systemic steroids have all been tried by diff erent authors. The 
Þ rst line of interventional therapy to be considered is gross 
total excision along with adjuvant steroids or more aggressive 
chemotherapy or radiotherapy when necessary.11 In our patient 
the disease was stable at six weeks, however a close follow-
up is needed to watch for any increase in size of the lesion or 
systemic spread.

Rosai-Dorfman disease is an entity that is part of a group of 
orbital/systemic disorders, including xanthogranulomas and 
sclerosing inß ammation of the orbit, which share numerous 
anatomic, histological and pathophysiologic features. The 
diff erential diagnosis of RDD should include orbital sclerosing 
inß ammation, xanthogranulomatous disease, B-cell lymphoma, 
and benign lymphoid hyperplasia.11 Other disorders that 
may superÞ cially resemble RDD include Burkitt �s lymphoma, 
granulocytic sarcoma, rhabdomyosarcoma, neuroblastoma and 
Langerhans cell histiocytosis. The growth patt ern of lymphoma 
and lymphoid hyperplasia are similar but these lesions do 
not have the cicatrizing feature seen with RDD. Sclerosing 
inß ammation and xanthogranulomas can be diff erentiated by 
histological and immunohistochemical diff erences.11 

Although the orbit and eyelid are common extranodal sites 
for ocular RDD, isolated epibulbar presentation is very rare. 
The authors would like to highlight that RDD may present 
as epibulbar nodules without any other nodal or extranodal 
involvement in young healthy adults and should be considered 
in the diff erential diagnosis by clinicians when evaluating 
epibulbar masses. 
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Figure 1: Clinical photograph demonstrating subconjunctival mass in 
the left eye (Black arrow)

Figure 2: Chronic infl ammatory infi ltrate with lymphocytes, plasma 
cells, and histiocytes is present. Histiocyte with pink cytoplasm 
containing lymphocytes within its cytoplasm, demonstrating the 
characteristic histological fi nding termed emperipolesis (Black arrow) 
(H and E, x200)
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A n t e r i o r  p l a g i o c e p h a l y  w i t h 
contralateral  superior  oblique 
overaction
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Anterior plagiocephaly is a craniofacial anomaly related to 
premature unilateral synostosis. We present three cases of anterior 
plagiocephaly with contralateral superior oblique dysfunction. A 
detailed ophthalmic examination, including orthoptic assessment 
for the extraocular muscle misalignment, with appropriate radio-
imaging was done in all the three cases. All of them showed a 
right-sided plagiocephaly, with overaction of the left  superior 
oblique muscle, alternating exotropia and a dissociated vertical 
deviation. Two underwent surgical correction of squint. Both 
were well aligned aft er squint surgery. Plagiocephaly has been 
reported to simulate superior oblique muscle paresis. We report 
a rare occurrence of contralateral superior oblique muscle 
overaction in three children with anterior plagiocephaly.

Key words: Craniofacial dystosis, desagitt alization, plagiocephaly, 
superior oblique overaction
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Plagiocephaly involves the unilateral premature fusion of the 
coronal suture during the intrauterine development. Unilateral 
coronal suture stenosis provokes a shortening of the orbital 
roof on one side.1 Plagiocephaly is known to be associated with 
ipsilateral overaction of inferior obliques.1,2 Retrusion of the 

Pediatric Ophthalmology and Strabismus Clinic (JJ), T V Patel Eye 
Institute, Pediatric Ophthalmology and Strabismus Clinic (AD), Venu 
Eye Hospital, Pediatric Ophthalmology and Strabismus Clinic (PV, KS), 
Aravind Eye Hospitals, Madurai, India 

Correspondence to Dr. Jitendra Jethani, Pediatric Ophthalmology 
and Strabismus Clinic, T V Patel Eye Institute, Haribhakti Complex, 
Salatwada, Baroda-390 001, India. E-mail: xethani@rediff mail.com

Manuscript received: 01.10.06; Revision accepted: 19.02.08

trochlea leads to desagitt alization of the reß ected tendinous 
segment of the superior oblique. This reduces the eff ective 
length of the superior oblique but also reduces the infraducting 
vector of the latt er.1,3-4 However, contralateral superior oblique 
dysfunction has not been reported. We report three cases of 
right-sided plagiocephaly with ipsilateral superior oblique 
underaction and contralateral (left -sided) superior oblique 
overaction.

Case Reports

Case 1
A 12-year-old girl presented to us with complaints of squint 
since childhood. She was a product of full-term caesarean 
delivery with normal birth weight.

Visual acuity in both eyes was 20/20 unaided. Ocular motility 
examination showed left  eye exotropia with superior oblique 
overaction in the left  eye. She had right-sided inferior oblique 
overaction [Figure 1a]. In primary position, she measured Þ xing 
right eye 18 prism diopters (pd) with left  hypotropia 8 pd with 
superior rectus overaction in primary position [Table 1]. An 
A patt ern of 15 pd was noted along with dissociated vertical 
deviation (DVD). No hemifacial hypoplasia was noted.

The ß att ening of frontal bone on the right side was noted 
[Figure 1b] and a computed tomography (CT) scan was ordered 
which revealed a right-sided frontal plagiocephaly. The child 
had undergone CT scan when she was two years old and that 
too showed right-sided frontal plagiocephaly [Figure 1c]. A 
diagnosis of alternate exotropia with left  superior oblique 
overaction with DVD was made. A forced duction test was 
done on table and was negative in the left  eye. 

Patient underwent left eye lateral rectus recession (9 
mm) with posterior tenectomy of the superior oblique. 
Postoperatively, patient had minimal exotropia with no 
superior oblique overaction [Figure 1d], with no signiÞ cant 
patt ern. The DVD persisted postoperatively too.

Case 2
A 15-year-old boy presented to us with complains of squinting 
since childhood. He was a full-term normal delivery, with no 
history of birth trauma and a birth weight of 2.8 kg. There was 
no family history of squint. His best corrected visual acuity was 
20/20 in right eye and 20/60 in left  eye [Table 1]. There was a 
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