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Purpose: We report the case of a 32-year-old woman with orbital myositis prior to onset of Behcet’s disease (BD).
Observations: A 32-year-old woman was referred to our hospital for a complaint of right eyelid swelling, eye pain,
and diplopia. Her best-corrected visual acuity was 20/32 on the right, and 20/16 on the left. She was diagnosed

as idiopathic orbital inflammation, and received two pulses of intravenous administration of methylpredniso-
lone, followed by oral prednisolone. Three months later, she developed bilateral orbital myositis, and received
one more pulse therapy, followed by oral prednisolone and cyclosporin. About one year after the first visit, oral
aphthae, genital ulcers, and folliculitis-like skin rash appeared, and the physician diagnosed incomplete type BD.
The patient had no uveitis during the disease course. Orbital inflammation and systemic manifestations of BD
were ultimately well controlled with small doses of prednisolone.

Conclusion and importance: BD may develop during the course of orbital inflammation.

1. Introduction

The systemic manifestations of Behcet’s disease (BD) include recur-
rent oral aphthae, followed in frequency by genital ulcers, variable skin
lesions, arthritis, uveitis, thrombophlebitis, and gastrointestinal and
central nervous system disorders.’

Ocular manifestations of BD cause retinal vasculitis and uveitis,
which are important as causative diseases of visual impairment.” Ocular
adnexal involvement is rare in BD, but there have been several
reports.® ® In this report, we describe a case of orbital myositis diag-
nosed with diplopia and ocular pain as the initial symptoms, with BD
developing during the course of the disease.

2. Case report

A 32-year-old woman was referred to the eye center of Toyama
University Hospital, complaining of eye pain, redness, and eyelid
swelling in the right eye that had persisted for a month. Best-corrected
visual acuity was 20/32 on the right, and 20/16 on the left.

The patient’s eyelid swelling on the right (Fig. 1a) was accompanied
by ocular motility disorder in all directions. Conjunctival hyperemia was
present, but there was no other finding of uveitis. Blood tests showed
elevated complement titer, CRP, and platelet count, but no other specific
abnormalities. Serum thyroid hormone levels, thyroid autoantibodies

and IgG4 were also normal. Orbital contrast magnetic resonance imag-
ing (MRI) showed enlargement and contrast effects in the eyelid and the
superior, medial, lateral, and inferior rectus muscles of the right eye
(Fig. 1b and c). We therefore diagnosed her as idiopathic orbital
inflammation.

Two pulses of intravenous methylprednisolone therapy (mPSL, 1000
mg/day for 3 consecutive days) were performed for right eye pain due to
orbital inflammation. During tapering of prednisolone (PSL) to 15 mg/
day, the patient complained of steroid-induced full-moon appearance.
MRI images taken after a two pulses treatment showed not only mild
inflammation of the superior rectus muscle, but also orbital myositis in
both eyes (Fig. 2a and b). Three months later, when the PSL dose was
tapered to 10 mg/day, she had severe pain in the left eye and MRI
contrast effects in the rectus muscles of both eyes. She received one more
mPSL pulse therapy, followed by administration of PSL and cyclo-
sporine. After 18 months, dose of PSL could be reduced to 5 mg/day in
combination with cyclosporine.

At the same time, oral aphthae, genital ulcers, and folliculitis-like
skin rash appeared, and the patient was diagnosed with incomplete
BD by internal medicine. She never experienced uveitis at any point
during the course of the disease. Human leukocyte antigen was A26,
A26, B7, B62, DR1, DR4. Although she had no abdominal symptoms,
gastrointestinal endoscopy revealed an ulcer at the ileum, and intestinal
BD was suspected.
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Fig. 1. Imaging tests at initial examination. a. Photo of face. b,c. Orbital contrast magnetic resonance imaging (MRI).

Fig. 2. MRI images after two courses of intravenous methylprednisolone pulse.

We tried to increase the dose of cyclosporine and to change to
methotrexate and tacrolimus, however, the effect was not sufficient and
the drugs were discontinued due to side effects such as nausea. The dose
of PSL was temporarily increased to 10 mg/day, eventually tapered to 6
mg/day. The recurrence of orbital inflammation was suppressed.

3. Discussion

Orbital myositis is a subtype of idiopathic orbital inflammation, in
which inflammation of the external ocular muscles causes symptoms
such as proptosis, periocular pain, and diplopia.®'® Typical cases of
orbital inflammation include sudden onset, unilateral, painful,
non-infectious orbital inflammation, which is more common in women
in their 30s and 40s.° Systemic corticosteroid administration is the first
choice of treatment.'''® In this case, the patient was refractory to
corticosteroid treatment and the side effects made it difficult to continue
treatment. It has been reported that recurrence of orbital inflammation
and side effects during tapering of PSL dose can make corticosteroid
therapy difficult,'?'* and immunosuppressive agents may be used in
combination.'®'” In this case, the combination of cyclosporine and
tacrolimus allowed us to reduce the dose of PSL, and the orbital
inflammation did not recur, suggesting a relatively good course.

The mechanism of idiopathic orbital inflammation has not been
elucidated, but it has been suggested that it may be an autoimmune
disorder.'®2° Orbital inflammation has been reported to be secondary
to systemic diseases such as sarcoidosis,”’ granulomatosis with poly-
angiitis,22 and Crohn’s disease.”” In addition, there are several reports of
orbital inflammation associated with BD.>® These systemic inflamma-
tory diseases are thought to cause inflammatory infiltration into the
orbit, including the external ocular muscle.?? The histologic findings of
orbital inflammation vary widely, include vasculitis.'® The vasculitis is

characteristic of BD, not only in the retina but also throughout the body.
So it may be difficult to distinguish between the two diseases histo-
pathologically. HLA-B * 51 and increased IL-17 response seems to have
an important role in BD.%* On the other hand, Chen and colleagues re-
ported that patients with orbital inflammation exhibited obvious in-
creases of Tregs in peripheral blood and affected orbital tissues.?” They
also described that circulating Tregs from patients were significantly
more polarized to a Th17-like phenotype. Although there are still many
unknowns between BD and orbital inflammation, the two diseases may
share a common etiology.

The four main features of BD are recurrent oral aphthae, genital ul-
cers, skin lesions, and uveitis. In this case, there was no finding of
uveitis, and the patient was diagnosed as incomplete type with the three
main features. In the International Criteria for Behget’s Disease (ICBD),
ocular lesions are also important in the diagnosis.”® It may be necessary
to consider whether orbital inflammation should be included in the
diagnosis of ocular lesions. Considering the reports on combined cases of
BD and orbital inflammation,>® we believe that this is a case of orbital
inflammation that has come to the fore rather than retinal vasculitis or
uveitis, against a background of systemic vasculitis in BD.

In addition, this case was diagnosed as idiopathic orbital inflam-
mation due to the lack of systemic symptoms at the time of initial
diagnosis, and administration of systemic corticosteroid was initiated.
However, the patient was refractory to corticosteroid therapy, and
symptoms appeared in both eyes during the course of treatment. This is
considered to be an atypical case of idiopathic orbital inflammation, and
further investigation of inflammatory and autoimmune diseases,
including BD, was necessary at that time. The efficacy of immunosup-
pressive agents and infliximab has been reported for BD-related orbital
inflammation.”> Therefore, early treatment with these agents is
considered necessary for symptom relief.



S. Abe et al.

In conclusion, orbital inflammation, including orbital myositis, may
be the first symptom of BD. The risk of developing BD should be
considered, especially when a case presents with atypical orbital
inflammation.

Patient consent

The patient gave her written informed consent to publish the case
(including publication of images).
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