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Orbital myosits in a patient with Behcet‘s disease

Miosite orbitdria em paciente com doenca de Behcet

Aiessa Fedrigo', Thiago A. Gomes dos Santos’, Ana Paula B. Campos? , Marcelo Gehlen®, Luisa Moreira Hopker*, Thelma
L Skare®

ABSTRACT

The etiological diagnosis of orbital myositis (OM) is a challenge. Although it has been associated with previous infectious disease, diseases
with autoimmune background, thyroidopathies or with paraneoplasic syndrome, most of them still remain as idiopathic. We describe
here a case of OM uncovering a Behget disease that is considered a rare cause for this kind of eye involvement.
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Resumo

Trata-se de um caso de ceratite bilateral e simultdnea por Acremonium relacionada ao uso intermitente e sem respeitar a lateralidade
O diagnostico etioldgico da miosite orbitdria (MO) é desafiador. Embora ela tenha sido relacionada com doencas infecciosas prévias,
doencas associadas a autoimunidade, tireoidopatias ou sindromes para neoplésicas, a maioria delas ainda permanece como idiopética.
Descreve-se aqui, um caso de MO revelando o diagndstico de doenca de Behcet, doenga considerada como uma causa pouco comum
para este tipo de envolvimento ocular.
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INTRODUCTION

rbital myositis (OM) is an unusual subset of inflammatory

syndromes that primarily involves extraocular muscles

and most commonly affects young adults with a female
predilection.!) It may cause periorbital pain, proptosis, eyelid
edema, conjunctival redness and diplopia due to eyeball
movement restriction.® The onset is acute and the process
is, usually, unilateral although bilateral involvement has been
found in up to 18% of cases.?) Associated pupillary or visual
acuity changes are infrequent.®) The most commonly involved
muscles are the horizontal recti.”) Ultrasonography, computed
tomography or magnetic nuclear resonance of the orbit shows
edema of one or more extra ocular muscles.*? The biopsy rarely
contributes to clarifying the etiology and it is indicated in recurrent
or refractory cases or when a malignant process is suspected. ®
Additional investigation is usually made in order to search for
associated diseases.

The etiology of OM is unknown but, in several cases, it has
been associated to a previous infectious disease, autoimmune
diseases or tumors.¥ However, in the majority of circumstances,
they are considered idiopathic. @

The authors describe a rare case of OM associated to Behget’s
disease and draw attention to this possibility when the differential
diagnosis of diseases associated with orbitopathies is done.

CAsE RePORT

A 26 years old white female was referred to our hospital
because of retro orbital pain and diplopia on right gaze of one year
duration. She had been treated with oral prednisone (20 mg/day)
and nonsteroidal anti-inflammatory eye drops without relief. Upon
questioning she recalled having arthralgias and arthritis when she
was younger but never had received a definitive diagnosis. There
was a history of periodic bouts of acne, frequent multiples mouth
and genital ulcers that used to recur at least three times a year.
At that time, ophthalmologic examination disclosed visual acuity
of 20/20 in both eyes and the biomicroscopy was unremarkable.
The intra ocular pressure was of 15 mmHg in both eyes. The extra
ocular motility examination showed no deviation in primary
position;abduction limitation was of -4, adduction limitation of -3,
elevation and depression limitation of -2. There was an esotropia
of 20 PD in primary position with right hypotropia of 8 PD as seen
in figure 1. The fundoscopy examination showed that optic nerve,
macula and retina were unremarkable.

Figure 1: Hypofunction of superior and medial rectus and paralysis
of lower and lateral rectus in the right eye.
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A visual field was performed and was within normal range.
An orbital magnetic resonance (MRI) was done and showed an
increase of volume of all 4 rectus muscles of the right eye and
muscle oedema (with low intensity on T1-weighted images) as
seen in figure 2.

B

Figure 2: Orbital magnetic resonance (a)- axial T1 fat sat and (b) coronal
T1 fat sat showing: enlargement of all four rectus muscles at right.

Sedimentation rate was of 37 mm, and C-reactive protein
was <6 mg/dL (normal <6mg/dL). C-Anca, p-Anca, rheumatoid
factor and antinuclear factor were negative. Sorologies for B and
Chepatitis and for HIV were also negatives. Thyroid function tests
(TSH, free T4) were normal as well as TRAB, antithyroglobulin
and antiperoxidase antibodies and IgG4 levels.

With diagnosis of OM secondary to Behcet’s syndrome the
patient received treatment with high dose corticosteroids. Three
weeks after this treatment she remained unchanged so it was
decided to perform botulinum toxin injection on medial rectus
of right eye. She had a brief improvement followed by return to
initial situation in about 10 weeks. Azathioprine was started. The
patient’s status remained unaltered, and as soon as oral prednisone
was tapered, the pain during eye movement restarted and she noted
worsening of diplopia. A new MRI showed increase in volume of
right lateral and superior rectus. An eye muscle biopsy to rule out
tumor was done and disclosed infiltration of lymphocytes CD3
positives in the muscle, suggesting myositis. The steroid dose was
increased and an anti-TNF drug (infliximab) was added. Upon
anti-TNF treatment the steroid were tapered successfully and the
patient remained asymptomatic until now (one year of observation).

DiscussioN

Efforts to identify an etiologic diagnosis of OM are critical
as it may direct treatment and prognostic evaluation. Several
systemic inflammatory diseases are found in association, including
polymyositis, thyroid-related eye disease, psoriatic arthropathy,
rheumatoid arthritis, Kawasaki disease, scleroderma, systemic
lupus erythematosus, Crohn’s disease, ankylosing spondylitis,
and giant cell arteritis. ¥ The association with Behget is rare. ¢

Behget’s disease (BD) is a systemic inflammatory vascular
disorder characterized by recurrent oral and genital ulcers, eye
lesion, arthritis and skin lesions. © Behcet diagnosis is clinical
and based on classification criteria as no single laboratory test
is specific for this disease. One of the most accepted criteria are
the ISG (International Study Group) Criteria published in 1990,
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that has high sensitivity and specificity. © Table 1. The reported
patient had recurrent oral ulcers (a major criteria), genital ulcers
and acne (two minor criteria) fulfilling the requirement for
Behcet’s diagnosis.

Table 1
Diagnostic criteria for Behget’s syndrome

Recurrent oral ulceration (at least 3 episodes
/year; observed by physician or patient)
Recurrent genital ulceration (observed by
physician or patient)

Eye lesions (uveitis and/or vasculitis)

Skin lesions (eritema nodosum-like,
papulopustular skin lesions, or pseudo-
foliculitis with acneiform nodules)
Pathergy test

Major criteria

Minor criteria

Adapted from: International Study Group for Behcet's Disease. Criteria
for diagnosis of Behcet's disease. Lancet. 1990; 335(8697):1078-80.

Eye involvement appears in 60-80% of BD patients © and
can be the initial symptom in 10-20% of patients. In others cases
it is usually present at the onset of the disease or it will appear
within the first 2 years of diagnosis. ” Uveitis is the most common
ocular manifestation in this context but the patients may also
have conjunctivitis, retinal vasculitis, conjunctival ulcers, optic
neuropathy, cataract, and neovascularization of iris or retina. ©
OM is considered uncommon. *)

It is important to differentiate OM from thyroid
ophtalmopathy. In this last one the involvement is usually
bilateral; the muscle tendons are typically spared giving a
fusiform appearance; the orbital pain is usually absent and there
is associated lid retraction ®, not found presently.

In the OM diagnosis, the use of MRI offers important
information as it detects the exact distribution of muscle
involvement. Fluid sensitive techniques such as fat suppressed T2
weighted sequences show the presence of oedema in the inflamed
muscles that become hyperintense; unaffected muscles are
characterized by low signal on T2 weighted sequences. ©Tumors
may also have increase signal on T2 (9; so a muscle biopsy was
done and excluded this hypothesis.

The treatment of OM is empirical. Glucocorticoids are
usually the first treatment choice.® Despite the generally
favorable response to steroid therapy, relapses and persistent
inflammation complicate the clinical course and treatment.
Cyclophosphamide, methotrexate, azathioprine, cyclosporine,
mophetyl mycophenolate and even radiotherapy have been used
in more severe cases. !V More recently, biologic drugs such as
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anti-TNF has been used successfully. In a series of seven OM
cases treated with this drug, (in which there was one patient with
Behget’s disease), the response was good, allowing the patients
to reduce or even withdraw glucocorticoids.

To conclude the authors would like to emphasize that,
although rare, Behcet’s disease should be included in the group
of diseases associated with OM.
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