
suffered from epistaxis, intermittent vomiting, and

bilateral proptosis. In a large series by Belgaumi et al,4

visual loss was present in 15 out of 450 patients treated

for neuroblastoma, and occurred during the first week in

only five of these patients with the rest occurring either

during therapy or at the time of recurrence of the tumour.

The cause of visual loss in some of these patients was

considered to be a paraneoplastic manifestation.5 Visual

loss in our patient was caused by a large sphenoidal

lesion compressing both optic nerves.

This case underlines the varied clinical manifestations

of undiagnosed neuroblastomas. At presentation, the

child was generally unwell, irritable but apyrexial, and

visual failure occurred rapidly over 5 days.

Neuroblastoma should be considered in this setting.

Prompt diagnosis in a substantial number of these

patients can be made by a simple and noninvasive

urinary screening test for catecholamine metabolites.
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Sir,

Primary nonfamilial ocular amyloidosis

Eye (2003) 17, 252–254. doi:10.1038/sj.eye.67000293

Ocular amyloidosis is a rare cause of vitreous haze1,2 and

should be included in the differential diagnosis of

vitreous opacification. The ophthalmologist should be

aware that ocular amyloidosis may occur sporadically

and that vitreous biopsy with specific staining with

Congo red dye may be indicated.

Case history

A 62-year-old female presented with a 2-year history

of floaters in her left eye. Visual acuity was ‘counting

fingers’ in the left eye and 6/6 in the right. Anterior

segment examination and pupil reactions were

both normal. In the left vitreous there were dense

opacities obscuring the retina (Figure 1a), while in the

right eye the only abnormality noted was a patch of

vitreous condensation overlying the inferior arcuate

vessels (Figure 1b). Medical history and examination

was unremarkable and there was no significant family

history. Serum angiotensin converting enzyme levels,

syphilis serology and immunological investigations

for HLA B27 markers and autoantibodies were normal.

An ultrasound scan of the left eye showed that the retina

was flat and there were no intraocular masses.

A vitrectomy with vitreous biopsy was performed.

The specimen was stained with haematoxylin and eosin

and reported to show no signs of malignancy or

infection. Postoperatively the left retina appeared

to be normal and the visual acuity improved

to 6/6.

A year after surgery the visual acuity had deteriorated

to 6/18 in both eyes. Vitreous opacities had recurred in

the left eye and similar opacities were apparent in the

right. A right vitrectomy and vitreous biopsy were

performed, with the cytology specimen being specifically

stained with Congo red dye for amyloid (Figure 1c). A

diagnosis of amyloidosis of the vitreous was confirmed.

A full history and examination failed to identify any
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evidence of systemic amyloidosis. There was no family

history of amyloidosis.

The original vitreous sample from the left eye was re-

examined using immunohistochemistry techniques and

stained with Congo red dye; these confirmed the

presence of amyloid.

At a routine check-up 3 years later, the right eye was

found to have an intraocular pressure of 50 mmHg. It

was unresponsive to medical therapy and a

trabeculectomy was carried out. Amyloid deposits were

found in the biopsy specimens of conjunctiva and iris

(Figure 1d).

Comment

Amyloid is the name given to a group of proteins that

have a characteristic beta-pleated structure and emit an

apple-green fluorescence in polarised light when stained

with Congo red dye.1,2 Amyloidosis is the term used to

cover a group of disorders characterised by the

extracellular deposition of amyloid in the tissues of the

body,2 in sufficient quantity to compromise function.1 It

may affect multiple organs (systemic) and can have a

family pedigree (familial).1 The underlying cause may be

unknown (primary) although amyloid can develop as a

consequence of chronic inflammatory or neoplastic

conditions (secondary amyloidosis).1–3

Amyloid deposits in the vitreous are known to occur in

the systemic familial amyloidoses; however, isolated

vitreous deposits in the absence of a family history

(primary nonfamilial amyloidosis of the vitreous)

are extremely rare.3,4 It may mimic a wide range of

ocular conditions including vitritis, lymphoma,

endophthalmitis and an old vitreous haemorrhage.5,6

Diagnosis relies upon clinical suspicion and the specific

staining of biopsy specimens with Congo red dye (Figure

1c, d).

The earliest changes seen in ocular amyloidosis

are small pinpoint opacities overlying retinal blood

vessels (Figure 1b), which are easily overlooked or

dismissed as vitreous condensations. Over time these

enlarge and infiltrate the vitreous, producing

characteristic glass-wool-like sheets and globular

opacities (Figure 1).5,6

Glaucoma occurring in association with vitreous

amyloidosis is thought to result from transport of

amyloid by the aqueous fluid and deposition in the

trabecular meshwork.2,3,7,8

At present there is no medical therapy for ocular

amyloidosis, and vitrectomy is the treatment of choice for

Figure 1 (a) Dense vitreous opacities in the left eye. (b) Vitreous condensations overlying inferior arcuate vessels. (c) Characteristic
apple-green fluorescence of the vitreous when viewed through crossed polarising lenses (magnification � 200). (d) Apple-green
fluorescence of amyloid deposits in the iris specimen (magnification � 100).
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the vitreous opacification.2,3,4,7 However, as we have

demonstrated, even after vitrectomy, amyloid may

infiltrate the trabecular meshwork and iris, resulting in

secondary glaucoma.

The ophthalmologist should be aware that ocular

amyloidosis may present with a vitreous haze and

should be included in the differential diagnosis of

vitreous opacification. A full medical and family history

is mandatory but may be negative in the case of sporadic

ocular amyloidosis. When a vitreous biopsy is

considered the sample should be stained specifically for

amyloid. Long-term follow-up of patients with proven

ocular amyloidosis is mandatory as glaucoma may

develop insidiously as a late complication.
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Sir,

Bilateral third-nerve palsy with aberrant regeneration

in Guillain–Barré syndrome

Eye (2003) 17, 254–256. doi:10.1038/sj.eye.6700310

Aberrant regeneration of the third nerve commonly

develops several months after third-nerve palsy.1

Although third-nerve palsy occurs as a complication of

Guillain–Barré syndrome in up to 17% of cases, most

resolve without sequelae.2 We report a 9-year-old boy

who developed signs of aberrant regeneration of the

third nerve as a consequence of Guillain–Barré

syndrome.

Case report

A 9-year-old boy presented to a hospital in India in

October 1998 with a 1-day history of mild unsteady gait

and fever. Past medical and ophthalmic history was

unremarkable. Within 14 h he developed a rapidly

progressive ascending paralysis of all four limbs and

respiratory failure. He required a tracheostomy and

ventilation for 1 month. He was treated with

immunoglobulins and antibiotics, and after 9 weeks he

was transferred to the United Kingdom for further

management.

On admission, he was afebrile with a blood pressure of

120/80 and a pulse of 80. He had a flaccid paralysis

affecting all four limbs with power grade 3/5 in all groups

of muscles. Tendon reflexes were absent and plantar

responses were flexor. There was also weakness of the

facial muscles with slurred speech, normal swallowing

but difficulty in chewing. Sensory examination, bowel

and bladder function were normal. Ocular examination

showed that visual acuities were 6/12 OD and 6/9 OS.

There was no relative afferent pupillary defect.

Confrontation fields and colour vision testing were

normal. In the primary position of gaze, there was

bilateral 3 mm ptosis and a 50 prism diopter (PD) right

exotropia with a slight right hypotropia. Adduction was

limited in both eyes. Anterior segment examination was

unremarkable. Fundoscopy showed a mild optic atrophy

on the right but a normal left optic disc.

Magnetic resonance imaging showed no intracranial

abnormalities. Nerve conduction studies of the right

median nerve, right ulnar nerve and the right lateral

popliteal nerve showed results that were consistent

with the diagnosis of a generalised demyelinating

neuropathy.

At 12 months follow-up, his flaccid paralysis had

significantly improved and he was able to stand on his

own and just able to walk unsupported. Visual acuities

were 6/6 OD and 6/5 OS. The right exotropia with

Bilateral third nerve palsy
T Georgiou et al

254

Eye


	Primary nonfamilial ocular amyloidosis
	
	Case history

	Comment
	References


