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Dear Sir,

Behget’s disease (BD) is a chronic, re-
lapsing systemic vasculitis of unknown
etiology characterized by variable system-
ic manifestations involving the skin, eye,
lung, intestine, joint and nervous system
[1]. Among these, muscular involvement is
rarely reported and ocular muscle involve-
ment is more limited [2, 3]. We describe
here the case of MRI-documented orbital
myositis in a patient with BD who present-
ed with relapsing orbital pain, emphasiz-
ing the importance of BD in the differen-
tial diagnosis of orbital myositis.

Case Report

A 63-year-old woman with a history of
BD was seen in our clinic because of an 8-
month history of chronic progressive right
orbital pain that had occurred since De-
cember 2004. The severe lancinating pain
was confined to the right orbit, tending to
be aggravated with eyeball movements.
She had experienced two episodes of right
orbital pain of several weeks’” duration in
1992 and 1995, resulting in spontaneous
recovery. Previously, she had been diag-
nosed as having BD on the convergence of
recurrent oral ulcerations, uveitis, erythe-
ma nodosum and a positive pathergy test
[4]. She remained on colchicine 1.2 mg/
day and had been asymptomatic since
2001. She denied a history of hypertension,
diabetes, migraine, malignancy, asthma or
hyperthyroidism. On examination, the
pupils reacted normally to light and were

of equal size. Visual acuity was 20/20 in
each eye. Mild proptosis without ptosis
was observed on the right. No limitation
was found in 6 cardinal extraocular move-
ments without diplopia in any direction.
Neither papilledema nor raised intraocu-
lar pressure was found on ophthalmologi-
cal examination. The remaining neuro-
logical examination was normal. Exami-
nation for HLA-B5 and -B51 was positive.
Laboratory works including complete
blood count, muscle enzymes, sedimenta-
tion rate, C-reactive protein, rheumatoid
factor, antinuclear antibodies, antineutro-
phil cytoplasmic antibodies, angiotensin-
converting enzyme, thyroid function test
and antithyroid antibodies were all within
normal ranges. MRI of the orbit demon-
strated fusiform enlargement of the right
medial rectus muscle with strong enhance-
ment (fig. 1a, ¢). Cerebrospinal fluid (CSF)
examination was unrevealing. Cytological
CSF examination showed no malignant
cells. Subsequent CSF tests for viruses,
fungi and parasites were all negative. A
careful search for occult malignancy was
made using serum tumor markers, gastro-
intestinal endoscopies, chest radiography,
abdominal CT and gynecological evalua-
tion, yielding negative results. Finally she
was diagnosed as suffering from orbital
myositis associated with BD. She was then
started on intravenous methylpredniso-
lone (1 g/day for 5 days) with prompt and
dramatic responses, followed by oral pred-

nisolone 50 mg/day. Six months later, she
has remained on oral prednisolone 30 mg/
day without recurrence. Repeat MRI per-
formed 3 months after the first MRI ex-
amination revealed marked improvement
of the medial rectus swelling and resolu-
tion of the right proptosis (fig. 1b, d).

Discussion

Our patient presented with chronic re-
lapsing orbital pain, and MRI revealed en-
largement of the medial rectus with strong
enhancement, clinically and radiological-
ly consistent with orbital myositis. Orbital
myositis refers to nonspecific orbital in-
flammation that involves exclusively the
extraocular muscles, presenting with ex-
ceedingly painful ophthalmoplegia, ptosis
or proptosis. The conditions known to be
associated with orbital myositis included
infections (e.g. Lyme disease and trichino-
sis), Graves’ disease, sarcoidosis, Crohn’s
disease, systemic lupus erythematosus,
polyarteritis nodosa, rheumatoid arthri-
tis, Wegener’s granulomatosis and neo-
plastic processes [2, 5-9]. Diagnosis is
usually based on clinical and radiological
grounds; however, histological confirma-
tion is mandatory especially to exclude in-
fectious and systemic diseases with clini-
cal similarities. We therefore perform a
thorough evaluation to exclude these pos-
sible associations, leading to a diagnosis of
orbital myositis associated with BD. De-
spite the unilateral lesion, fusiform en-
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Fig. 1. Gadolinium-enhanced, fat-suppressed T;-weighted axial
(a) and coronal (c) MR images at the point of severe right ocular
pain demonstrating slight proptosis of the right eye and fusiform
enlargement of the right medial rectus muscle with strong en-
hancement (white arrowheads). Gadolinium-enhanced, fat-sup-
pressed T)-weighted axial (b) and coronal (d) MR images ob-
tained 3 months later showing complete resolution of the right
medial rectus swelling (white arrowheads) with disappearance of

proptosis.

largement of the extraocular muscle spar-
ing the tendons, as shown in our patient, is
typical of Graves’ ophthalmopathy. How-
ever, our patient had no history of Graves’
disease and laboratory parameters to test
for Graves’ disease were all negative, ex-
cluding this possibility. The finding of
clinical recovery along with resolution of
the MRI abnormality following short-
term corticosteroid therapy further sup-
ported our diagnosis. Although histologi-
cal confirmation was not performed in our
patient, the chronicity of the disease over
13 years with multiple relapses and remis-
sions is hardly expected in the neoplastic
conditions.

Muscular involvement in BD is rare
and usually manifested by localized as well
as generalized myositis of skeletal muscles
presenting with myalgia or muscle weak-
ness [10-14]. MRI features included focal
enlarged muscular lesions showing in-
creased T,- and decreased T;-weighted
signals with contrast enhancement [13,
14]. Histological features comprised a
chronic inflammatory cell infiltrate, mus-
cle fiber degeneration and perivascular in-
filtration [10-12]. There are few reports
showing a likely association between or-
bital myositis and BD [2, 3]. To our knowl-
edge, this is the first report of MRI-pre-
sented orbital myositis in BD. Corticoste-
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roid therapy produces dramatic responses,
but recurrences and relapses are common
when the therapy is discontinued. The
prognosis is favorable in general with fre-
quent spontaneous resolution.

Chronic orbital myositis poses diag-
nostic and therapeutic challenges. MRI as-
sists in confirming the diagnosis and may
help avoid histological examination in the
proper clinical setting. Although rare, BD
should be included in the differential diag-
nosis of chronic relapsing orbital myosi-
tis.
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