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A  47 year-old woman with a  background of total thyroidectomy

from goitre with benign thyroid nodules presented with exoph-

thalmos of several weeks onset (Fig. 1). There was  no involvement

of the ENT sphere, and no pulmonary, polyneuropathy, dry syn-

drome, arthralgias, photosensitivity or cutaneous lesions. Magnetic

resonance (MR) imaging revealed a  solid retrobulbar mass which

surrounded the optic nerve and was of fusiform morphology mea-

suring 24 × 9 mm (Fig. 2). We  considered the need for biopsy but

desisted, due to the high risk of complications. The ANAS, ANCAS,

anti-DNA analysis, complement activity, proteinuria and ACE tested

negative and the raising of immunoglobulin G4 860 mg/dl was

remarkable (normal: 10–140). The patient was  diagnosed with

a possible IgG4-related inflammatory orbital disease in keeping

with clinical and serological criteria. Treatment with high doses

of steroids and azatiorpine was initiated but suspended due to

intolerance. The patient is  currently being treated with mycophe-

nolate mofetil and is  responding favourably with no inflammatory

activity. IgG4-related disease is  a new entity which comprises

several fibroinflammatory diseases which have  not  been previ-

ously linked to one another.1,2 Clinical features are highly varied

and presentation is usually subacute.3,4 Ocular-orbital symptoms

include: idiopathic orbital inflammation, pachymeningitis and

sclerouveitis.5,6 Orbital pseudotumour is an uncommon presenta-

tion of IgG4 diseases.7 It  is  important to recognize this new disease

to diagnoses it, since specific treatment may  prevent complications.
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Fig. 1. Exophthalmos.
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Fig. 2.  MR  imaging with pseudotumour.
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