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Abstract
A case of a 48-year-old man with recur-

rent twitching of the right eye associated
with the drooping of the upper eyelid, ipsi-
lateral periorbital headache and blurring of
vision aggravated by direct exposure to
strong sunlight. Eye examination revealed
intermittent twitching of the right upper
eyelid, mild restriction of range of motion
(downward gaze) and difficulty reading
small prints (presbyopia). Computed tomo-
graphic scan showed thickened right superi-
or rectus muscle and tendons. Based on the
clinical and neuroimaging abnormalities a
diagnosis of right orbital myositic inflam-
mation was made. Patient was given high
dose oral corticosteroids and remarkable
improvement in his symptoms was recorded
after 6 weeks of treatment.

Introduction
Idiopathic orbital inflammation (IOI),

also known as orbital inflammatory pseudo-
tumor is an uncommon benign non-specific
orbital space-occupying inflammatory con-
dition, which commonly involves the
extraocular muscles (EOMs) and may clini-
cally mimic a neoplasm. The typical presen-
tation is unilateral but bilateral involvement
is not uncommon.1

The size and location of the lesions vary
and may cause variable mild to severe prob-
lems including diplopia, conjunctival
chemosis, proptosis or visual loss.2 A clini-
cal classification based on location has been
proposed into; myositic, lacrimal, anterior,
apical (posterior) or diffuse pseudotumour.

Diagnosis is based on careful history,
detailed eye examination, and imaging
investigations which may include orbital
ultrasonography (B-scan), CT-scan and
magnetic resonance imaging (MRI) studies
to establish the diagnosis and provide prog-
nostic information. Confirmation is made

by tissue biopsy, which is highly invasive
and advised only in atypical presentations.3

Systemic corticosteroids are generally
considered as mainstay for treatment of
idiopathic orbital inflammatory disease.4
However, in refractory cases immunosup-
pressive agents, radiation and even biologic
therapy have been found to be useful in the
management. In this article we report an
adult Nigerian male with idiopathic orbital
inflammation unusually presenting with
features suggestive of benign essential ble-
pharospasm.5

Case Report
A 48-year-old male accountant of a

local airline company presented with one-
year history of progressive increase in
twitching of the right upper eyelid. Each
episode lasts less than 5 minutes. It was
associated with ipsilateral eyelid drooping,
eye discomfort, occasional diplopia, and a
dull periorbital headache, which was aggra-
vated by eye movement and exposure to
intense sunlight. No preceding history of
blurring of vision, tearing, eye swelling,
redness or itching of the eyes. No history of
fever, dysphagia, nasal blockage, earache,
or trauma to the eye. No associated history
of dysphagia, change in voice, shortness of
breath, palpitations, heat intolerance, neck
swelling, hand tremors or rashes. No history
suggestive of arthralgia, weakness or
swelling elsewhere in the body, and no his-
tory of use of any systemic or topical medi-
cations. He had no history of past hospitali-
sation, hypertension or diabetes mellitus.
General physical examination was within
normal limits.  Cardiovascular examination:
Pulse rate of 82 beats per minute, BP =
110/70 mmHg (sitting) with normal heart
sounds. Eye examination revealed intermit-
tent twitching of the right upper eyelid, no
palpable orbital mass, with some restriction
of range of extraocular muscle movement
(EOMM) on downward gaze inferonasally
(Figure 1). The cornea and lens were clear,
anterior chambers were deep, with normal
pupillary size and reaction to light in both
eyes. Funduscopy showed a flat retina, pink
disc with distinct margins, normal vessels
and macula with CDR of 0.3, in both eyes.
Intraocular pressure (IOP) assessment: right
eye 20 mmHg, left eye 18 mmHg.
Presenting Visual Acuity: Right eye 6/6.
Left eye 6/6-1, Near Vision N36 (presby-
opic). Exophthalmometry: right Eye 22 mm
and left Eye 19 mm at a lateral intercanthal
distance of 130 mm. Optical coherence
tomography (OCT) was essentially within
normal limits. The following were result of
investigations carried out: Fasting blood

glucose (FBG) – 3.5 mmol/L, Thyroid func-
tion tests (TFT): T3 – 3.58 [3.2-6.8]
nmol/L, T4 – 12.22 [10.2-26.4] nmol/L,
TSH – 4.01 mU/L. Stool examination for
helminths: Macroscopy - a well formed
dark brown stool was collected, no mucus,
blood, or adult worm(s) seen. Microscopy –
2 to 3 pus cells were present, no cyst or ova
of parasite seen and culture isolated no
organism. Brightness mode scan (B-scan)
result showed a right anteroposterior (AP)
globe and optic nerve head diameters of
23.1 mm and 2.8 mm respectively, and a left
AP globe diameter and optic nerve head of
22.1 mm and 2.8 mm respectively. No
intraocular mass lesion seen in both globes
(Figure 2). Cranial CT scan of the orbits
showed isolated thickening with decreased
attenuation of the entire length of the right
superior rectus muscle in keeping with an
inflammatory process. It measured 14.0 mm
by 9.1 mm in its maximum CC and trans-
verse dimensions (Figure 3). The remaining
EOM, periorbital fat space and left orbit are
within normal limits. No focal intracerebral
mass lesion seen. Findings were suggestive
of right orbital myositic inflammation. 

Patient was commenced on empirical
trial of prednisolone 30 mg bid for 6 weeks.
He was also advised on regular use of sun-
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glasses to reduce the photo-oculodynia.
After 6 weeks, symptoms of right ocular
twitching remarkably improved with
absence of periorbital headache and diplop-
ia. Repeat eye examination revealed residu-
al mild right blepharoptosis, both eyes are
well-aligned with clear cornea and lens,
deep anterior chambers, normal pupillary
reaction and full range of EOMM in all
positions of gaze. 

Discussion
Idiopathic orbital inflammation is an

uncommon clinical entity and a diagnosis of
exclusion first described by Gleason in 1903
and characterised as a pathology by Birch-
Hirschfeld in 1905. It is a heterogeneous dis-
order characterized by orbital inflammation
without any identifiable local or systemic
aetiology.2 Rootman and Nugent subclassi-
fied it according to location or structure into
5 patterns: 1. Anterior (which presents with
a palpable orbital mass) 2. Lacrimal
(dacryoadenitis) 3. Apical or posterior (pre-
sents with proptosis, visual loss or even cra-
nial nerve palsies) 4. Myositic (presents with
limited EOM motility and diplopia) and 5.
Diffuse (may present with diplopia, minimal
proptosis, conjunctival injection, chemosis
and periorbital edema). Although the cause
is unknown, its association with autoanti-
bodies active against eye muscle membrane
proteins of 55 and 66 kilodaltons postulated
an immune-mediated pathophysiologic
mechanism.6 It is a common cause of unilat-
eral proptosis in middle-aged females that
may present with painful ophthalmoplegia
and conjunctival edema. However, as a
cause of acquired retraction of the eye is
rare, our case therefore emphasized the
importance of globe retraction as an impor-
tant clue for its diagnosis.7 Acute and sub-
acute form of the disorder usually present
with normal function, paretic or combined
paretic and restrictive transient myopathies,
while the chronic form presents with perma-
nent restrictive myopathies.8 Imaging of the
orbit (ultrasound, CT scan, MRI) may show
swollen EOMs with enlarged tendons due to
orbital myositis as against grave’s ophthal-
mopathy where the tendons are usually
spared. The role of ocular muscle biopsy is
probably limited to atypical cases or to
exclude neoplasia. The cornerstone of treat-
ing idiopathic orbital inflammation entails
the use of systemic steroids. Dramatic
response is seen in over 75% of patients
within 24 to 48 hours of treatment.9 Starting
doses of Prednisone of 1.0 to 2.0 mg/kg/day
are adequate with slow tapering guided by
therapeutic response. Additionally, intraor-
bital injection of steroids have been found to

be effective when used as first-line in some
selected patients.10 The acute form usually
responds well to high doses of oral corticos-
teroids, while response is less optimal with
the subacute and chronic forms of the disor-
der. Other therapeutic options in cases of
recalcitrant or recurrent variants is the use of
cytotoxic agents (Cyclophosphamide,
Chlorambucil), immunosuppressants

(Methotrexate, Cyclosporine, Azathioprine,
Mycophenolate mofetil), monoclonal anti-
body directed against TNF-alpha
(Infliximab and adalimumab) and low dose
radiation especially where conventional
treatment fails. Earlier studies of orbital
pseudotumour in Nigeria were mainly from
histopathologic confirmation of excised sur-
gical specimens of orbital proptosis,11,12

                             Case Report

Figure 1. Right eyelid blepharospasm.

Figure 2. Ocular B-mode scan ultrasound images showing normal posterior segments and
optic nerve head dimensions.

Figure 3. Cranial CT scan (Axial, Coronal and Sagittal views) showing right superior rec-
tus muscle enlargement suggestive of idiopathic orbital inflammation.
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which is in contrast to our patient who had
an unusual clinical presentation of unilateral
essential blepharospasm with imaging evi-
dence of superior rectus muscle inflamma-
tion. Although tissue biopsy was not done in
our case because there was no strong indica-
tion for this invasive procedure, and the sig-
nificant improvement with corticosteroids
strongly favoured this diagnosis.
Blepharospasm usually manifest as involun-
tary contraction of the orbicularis oculi due
to over activity of the facial nerve, which
may result from conditions such as painful
ocular diseases (blepharitis, iritis, pan-oph-
thalmitis), multiple sclerosis, or glioma
around the facial nerve nucleus in the dorsal
pons. The mainstay of treatment is quarterly
injection of Botulinum toxin-A as other
medical treatment and surgical options have
been less than optimal. 

Conclusions
Our report highlighted idiopathic orbital

inflammation as an unusual presentation of
essential blepharospasm which should

always be considered as a differential diag-
nosis in general clinical practice.
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