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Abstract 

 
A 55-year-old male patient presented with gradual 

progressive outward and downward deviation of right eye 

since last two years, with history of a similar complaint 10 

years ago when he was diagnosed as having neurofibroma 

of the orbit. Computed Tomography imaging revealed a 

large, multilobulated, heterogeneous, soft tissue density 

mass lesion in the retro bulbar region on the medial side of 

right orbit suggestive of a neurofibroma. Excision and 

histopathology confirmed it to be a recurrence of 

neurofibroma of the orbit. 
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Implications for Practice 
1. What is known about such cases? Recurrent solitary 

neurofibromas of orbit are very rare with very few cases 

reported in literature. 

2. What are the implications for future practice? 

Neurofibromas should be considered in the differential 

diagnosis of orbital tumours. 

3. Follow-up? Long-term follow-up of surgically treated 

cases of neurofibroma of orbit should be done for early 

detection of recurrence. 

 
Background 
Neurofibromas are tumours consisting of a proliferation of 

peripheral nerves that can affect almost any organ, soft 

tissue, bone or anatomical site including, quite commonly, 

the skin. The systemic manifestation of this disease is called 

neurofibromatosis, which is a widespread and variable 

disease. This abnormal growth of the peripheral nerve 

Schwann cells, endoneural fibroblasts and collagen can lead 

to a distortion of the bony anatomy in the eye socket and 

soft tissue of the eyelids. Localised neurofibromas of the 

orbit are relatively uncommon. The symptoms and signs of 

localised orbital neurofibromas depend on their location in 

the orbit. Their clinical presentation is similar to the orbital 

schwannomas and present as a localised orbital mass with 

slow progressing painless or mildly painful proptosis in 

young to middle aged adults. We describe an unusual case  

of recurrent localised orbital neurofibroma arising in 

superomedial orbit, diagnosed by histopathology. 

 
Case details 
A 55-year-old male patient presented with gradual 

progressive outward and downward deviation of right eye 

since last two years. It was painless initially but had become 

painful since the last three months (Figure 1). There was no 

history of trauma or complaint of diplopia. He had a similar 

complaint around 10 years ago, for which he had undergone 

medial transconjunctival orbitotomy and the excised mass 

was histopathologically diagnosed as neurofibroma. 

 
Figure 1: Outward and downward deviation of right eye 

 

On examination, visual acuity in the right eye was 2/60. A 

solid slightly tender mass in medial side of the orbit  was 

seen in the right eye; it became more prominent on  

applying pressure on the lower part of the globe. The size of 

the mass did not vary with valsalva manoeuvre, ocular 

movement  or  posture.  The   mass  was  non-pulsatile   and 
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trans-illumination was negative. There was downward and 

outward globe proptosis of about 18 mm (Figure 2) and 

ocular motility was restricted in superior, superomedial and 

medial direction. Intra ocular pressure was 14 mm of Hg in 

both eyes. Corneal sensations were intact. All the cranial 

nerves were normal and neurological examination were 

within normal limits. Slit lamp and fundus examination 

revealed normal anterior and posterior segments. The left 

eye examination and general physical examination were 

within normal limits. Computed Tomography imaging 

revealed a large 4.9 cms x 2 cms sized, multilobulated, 

heterogeneous, slightly enhancing, mildly hyper-dense, soft 

tissue density mass lesion in the retro bulbar region on the 

medial side of right orbit, suggestive of a neurofibroma 

(Figure 3). 

 
Figure 2: Proptosis of right eye 

 

 
 

Figure 3: Computed tomography soft tissue density mass 

lesion in peribulbar region on medial side of right orbit 

suggestive of a neurofibroma 

 
 

The lesion was excised using an anterior superior  

transseptal orbitotomy approach. Special care was taken to 

preserve the muscles and the globe. The mass was removed 

in 3 parts and a drain was left in situ after the  surgery 

(Figure 4). Patient had a smooth post-operative recovery, 

regional sensory function was normal and no neuro- 

ophthalmic sequelae were present. On histopathological 

examination, the specimen consisted of a three nodular, 

whitish grey, solid mass measuring 2cm each in the greatest 

diameter of pure gum rubber consistency (Figure 5). Its cut 

surface was homogeneous, smooth and grey-white. 

Microscopically, it was diagnosed as a case of a localised 

neurofibroma (Figure 6). 

Figure 4: Post-operative day 1 showing drain in place 

 

Figure 5: Excised nodular masses of around 2cm each, of 

rubbery consistency 

 
 

Figure 6: Histology suggestive of neurofibroma (HE, x20) 
 

 
 

 
Discussion 
Neurofibroma is a benign, peripheral nerve sheath tumour. 

Peripheral nerve sheath tumours are composed of variable 

combinations of Schwann cells, perineural cells, and 

fibroblasts. They account for approximately 4% of orbital 

tumours and comprise plexiform neurofibromas (2%), 

localised neurofibromas (1%), and neurilemmomas (1%).
1 

Neurofibromas of the orbit are rare and account for 0.6 - 

2.4% of all orbital tumours.
2,3 

Neurofibromas of the orbit 

may be of three subtypes, namely, plexiform, diffuse and 

localised neurofibromas. Plexiform neurofibromas, the most 

common orbital subtype, occur exclusively in 

neurofibromatosis type 1, become manifest during the first 

decade of life, and diffusely  infiltrate the eyelid  and orbital 
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soft tissue.
1 

Diffuse neurofibromas are usually the dermal 

variants; they rarely affect the orbit and are clinically 

indistinguishable from the plexiform subtype. Histologically, 

diffuse neurofibromas show greater cellularity, less collagen 

deposition, and lack the cellular perineural sheathing 

characteristic of plexiform neurofibromas. Both the 

plexiform and diffuse subtypes lack clear margination and 

tend to be highly vascular.
1,4 

These neoplasms do not 

respond to medical therapy, and subtotal resection and 

haemorrhage frequently complicate their surgical 

management. Localised neurofibromas of the orbit are 

uncommon. Although they may arise from either sensory or 

motor nerves, branches of the frontal nerve are most 

commonly affected. Presenting typically in the second to 

fifth decades of life as slowly progressive, orbital soft tissue 

masses, they induce axial and nonaxial globe dystopia.
1,5,6,7 

Visual acuity impairment is typically minimal. Ocular 

dysmotility secondary to the mass effect may exist.
5,6,7 

Localised neurofibroma is relatively well circumscribed and 

much less vascular, unlike plexiform and diffuse 

neurofibroma which are more vascular and diffusely involve 

the orbital tissues.
2,5,8 

The clinical presentation of localised 

neurofibroma usually depends on the origin and location of 

the tumour in the orbit. The most common site of localised 

neurofibromas is the superior orbit but they may also be 

present in the inferior orbit.
8,9

 

 
Recurrence and re-growth is common with plexiform orbital 

neurofibroma but not with solitary localised neurofibroma. 

Recurrence may be due to missing of a very small tumour in 

the excision or transaction of involved nerve during surgery 

producing an amputation tumour. In our case, there was 

recurrence after about 10 years of excision of primary 

tumour. This case highlights the fact that neurofibromas 

should be considered in the differential diagnosis of orbital 

tumours. Complete, meticulous surgical excision preserving 

the ocular nerves is the treatment of choice in 

neurofibromas. Also, long term follow up is necessary for 

early detection of possible recurrence. 

 
 
 

References 
1. Henderson JW, Campbell RJ, Farrow GM, Garrity JA. 

Orbital tumors, 3rd ed. New York: Raven Press; 1994.p.221- 

37. 

2. Jakobiec FA, Jones IS. Neurogenic tumors. In: Duane TS, 

editor. Clinical Ophthalmology, Vol. 2. Philadelphia: IB 

Lippincott; 1976. Chapter 41:p.1-45. 

3. Kuo PK, Ni C, Seddon JM, Liu BF, Chen Y. Orbital tumors 

among Chinese in the Shanghai area. Int Ophthalmol Clin. 

1982 Spring;22(1):87-98. 

4. McLean IW, Burnier MN, Zimmerman LE, Jakobiec FA. 

Tumors of the eye and adnexa. In: Rosai J, Sobin LH, editors. 

Atlas of tumor pathology. 3
rd 

ed. Washington, D.C.: Armed 

Forces Institute of Pathology; 1994.p.101-27. 

5. Krohel GB, Rosenberg PN, Wright JE, Smith RS. Localized 

orbital neurofibromas. Am J Ophthalmol. 1985;100(3):458- 

8. 

6. Rose GE, Wright JE. Isolated peripheral nerve sheath 

tumours of the orbit. Eye. 1991;5:668-73. 

7. Dervin JE, Beaconsfield M, Wright JE, Moseley IF. CT 

findings in orbital tumours of nerve sheath origin. Clin  

Radiol 1989; 40(5):475-9. 

8. Levin LA, Jakobiec FA. Peripheral Nerve Sheath Tumors of 

the Orbit, In: Fletcher CDM, editor. Diagnostic 

histopathology of tumors, volume 2, Chapter 242. 

Philadelphia: Elsevier Health Sciences; 2007. 

9. Della Rocca RC, Roen J, Labay GR, Bedrossian E. Isolated 

neurofibroma of the orbit. Ophthalmic Surg. 

1985;16(10):634-638. 

 
PEER REVIEW 

Not commissioned. Externally peer reviewed. 

 
CONFLICTS OF INTEREST 

The authors declare that they have no competing interests. 

 
PATIENT CONSENT 

The authors, Somen Misra, Pratik Gogri, Neeta Misra and 

Akshay Bhandari declare that: 

1. They have obtained written, informed consent for 

the publication of the details relating to the patient 

in this report. 

2. All possible steps have been taken to safeguard the 

identity of the patient. 

3. This submission is compliant with the requirements 

of local research ethics committees. 


