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Case Report

A devastating presentation of idiopathic orbital inflammatory disease
and outcome after proper management

Golam HaideY, Mukti Rani Mitra, Syeed MehboobUI Kadir, Moinul Hoque, Bipul Kumar De Sarker, Mohammad Ibn
Abdul Malek

Abstract

Purpose : To report the presentation, management and outcome of a case of severe idiopathic orbital inflammatory
disease (IOID)Summary : A 42-year-old normotensive non-diabetic gentleman, following referral from a primary eye
care practitioner, presented to the National Institute of Ophthalmology & Hospital (NIO&H),Bangladesh with severe
bilateral protrusion of eyeballs for 3 months. The patient gave history of loss of vision of right eye, with accompanying
dimness of vision of left eye, associated with pain, redness, grittiness and watering. He had no symptoms suggestive ¢
thyroid disorder. Visual acuity at presentation was No Perception of Light (NPL) in the right eye &Hand Movements
(HM) in left eye. On examination, both eyeballs were severely proptosed axially measuring 30 mm in right eye & 29 mm
in left eye. Ocular motility was restricted in both eyes. Significant anterior segment findings included severely swollen
eyelids ,grade 3 chemosis of the conjunctiva bilaterally, with partial keratinization, severe ulceration of the right cornea
and corneal erosion of left eye, presumably due to exposure. CT scan of brain & orbit showed a fairly large hyper denst
irregular lesion in both orbits, with mild enhancement of the lesion noted after IV contrast. The patient was thoroughly
investigated, including thyroid function tests, complete blood counts, chest X-ray, ECG which were normal. With a
presumptive diagnosis of Idiopathic Orbital Inflammatory Disease (IOID), the patient was started on intravenous Methyl
Prednisolone, and maintained on oral Prednisolone. Associated (corneal) symptoms were managed medically. A dramati
improvement of the proptosis was noted. Symptomatic improvement was progressively noted, and the cornea regaine
normal clarity in left eye, with restoration of vision and enabling normal fundBionclusion: Severe 10ID can be
managed successfully if diagnosed early & treated promptly. Although presentation is usually unilateral, bilateral disease
can present.Vision-threatening complications can be prevented if appropriate management is promptly initiated. Even
severe disease shows a dramatic response to corticosteroid therapy.
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Introduction

Idiopathic orbital inflammatory disease (IOID) is an ophthalmologist We discuss here, a case of 10ID that
idiopathic, non-infective inflammatory condition presented to the Oculoplasty Clinic of NIO&H.
involving the orbit & eyeball The disease is classically ca5e

unilateral, with a relapsing-remitting pattern of disease.lIt .
A 42 year-old gentleman from Banpur, presented with the

is a diagnosis by exclusion based on history, clinical . ]
. c(:jpmplamts of gradual protrusion of both the eyeballs for
course, response to steroidtherapy, laboratory tests, an

biopsy in a limited number of cagel the acute attack is 3 months, and Ios§ of V|su?n of ”_ght €ye, dlmne'ss. of vision
not controlled, it may result in irreversible damage to theOf left eye, associated with pain, redness, grittiness and

eye & its functional capability. Prompt management is Waten_ng. He was a smoker (about 5 stlc.ks/day), non-
central in reducing complications. Although there is a diabetic and normotensive. He was not using spectacles.
general consensus on the use of corticosteroids for acut&€re was no history of trauma. He reported no significant
management, there is no commonly followed universalSyStemic complaints, such as heat or cold intolerance,

regimen, and is often left to the judgment of the treatingfever, any altered bowel or bladder habit, and was
Iotherwise in good health. The patient was initially treated

by a local medical practitioner, but with no apparent
clinical improvement, the patient was subsequently
referred to the NIO & H, Dhaka.
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The patient complained of a similar episode approximatelyeyes and Ciprofloxacin eye ointment at night was given
6 years back, but could not provide any documents aboutopically for the corneal symptoms.

that episode and the treatment received. A thorougha dramatic improvement of the proptosis was noted.
ophthalmic, systemic examination and investigations weresymptomatic improvement was progressively noted, as
carried out. can be seen in the chronology of images (Figure 3). Cornea
Visual acuity at presentation was No Perception of Lightregained normal clarity in left eye, with restoration of
(NPL)in the right eye & Hand Movements (HM) in left vision and enabling normal function (6/6 on Snellen’s
eye. On Hertel's exophthalmometer, the readings weregchart). Unfortunately, no visual improvement was noted
30 mm in right eye & 29 mm in left eye, indicating severe in the right eye, which was probably due to a combination
axial proptosis. Ocular motility was restricted in both eyes. of compressive optic neuropathy and corneal involvement.
Palpation revealed tenderness in both eyes, with ndOn discharge, oral Prednisolone was prescribed in tapering
palpable swelling. Anterior segment examination revealeddose with Ranitidine for a total duration of one-and a half
severely swollen eyelids, grade 3 chemosis with partiaimonths following discharge. Antibiotic eye drops and
keratinization of the conjunctiva bilaterally, severe artificial tears (drop & gel) were maintained for both eyes.
ulceration of the right cornea and corneal erosion of leftHe was advised for follow-up after 2 weeks, following
eye, presumably due to exposure (Figure 1). Cornealwhich the intervals for follow-up were gradually increased
sensation was absent in right eye and grossly diminishednonthly upto 6 months, and currently the patient is on
in left eye. No regional lymphadenopathy was seen.yearly review.

General and systemic examinations revealed no abnormal

findings.

CT scan of brain & orbit (Figure 2) showed fairly large,

hyperdense lesion in both orbits, extending from anterior

to apical part surrounding both globes. Extraocular

muscles were hugely enlarged with irregular borders on

both sides & optic nerves could not be clearly isolated

from the lesion on either side. After IV contrast, mild

enhancement of the lesion was noted. Differential

diagnosis considered included bilateral Idiopathic Orbital

Inflammatory Disease (I01D), Dysthyroidophthalmopathy Figure 1: Initial clinical appearance

& Non-Hodgkin's lymphoma.

A thorough investigation panel was done. Thyroid
function tests were normal. Blood sugar was within normal
limits. Haematological profiles were normal. ECG and
Chest X-Ray were unremarkable.

Due to the sight threatening nature, urgent treatment wa
warranted. Indication of Injection Methyl Prednisolone
(IVMP) in the treatment of severe IOID is limited to

accelerate symptomatic relief and recovery from optic
nerve dysfunctioh IVMP (1gm) was given intravenously

(in 500 ml isotonic saline over 30 minutes) on alternate|
days, adding up to a total of 6 doses over the first 12 day
of treatment. After completion of IVMP, oral Prednisolone
was started in a dose of 1 mg/kg bodyweight. For the
corneal symptoms treatment was given in conjunction with

the Cornea clinic. Moxifloxacin eye drop 2hrly, (a) Initial presentation  (b) 2 wks after treatment
Homatropine eye drop tds, Artificial tears q.i.d for both

Figure 3 : Clinical appearance of patient
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Discussion cases where vision is under threat. The stark contrast in
|0ID, formerly referred to as orbital pseudotumour, the final visual outcome between the two eyes also serves

comprises a diverse group of disorders characterized by© demonstrate the importance of rapid intervention to save
orbital inflammation without any identifiable local or Vision.

systemic causédt is a rare clinical entity and a diagnosis Conclusion

of exclusio. There have been various classification geyere 10ID can be managed successfully if diagnosed
systems proposed, but due to the highly variable clinicalearly & treated promptly. Although presentation is usually
and pathological features of 10ID, none are universally ynjlateral, bilateral disease can present.Vision-threatening
accepted and usedOID can affect any structure in the complications can be prevented if appropriate management
orbit, and the presentation can range from abrupt tojs promptly initiated. Even severe disease shows a dramatic

insidious onset. Orbital imaging is the single most response to corticosteroid therapy.

important diagnostic test, but serologic studies are
necessary to exclude a systemic calsiepsy is usually
not performed at presentation, as the risk of producingl'
damage to vital structures within the orbit outweighs the
benefitg. 10ID is typically steroid-responsive, when
refractory, it is a difficult condition to treat.
Immunosuppressant drugs and radiotherapy have beeg.
described as adjunctive or alternative treatniebDisease
relapse is common.

The diagnosis of 10ID is often made on the basis of the3.
clinical response to systemic corticosteroids. Significantly,
many different orbital lesions, including thyroid eye
disease and malignancy, may respond to corticosteroidsq,
although a histological diagnosis is considered important
by some clinicians.

In the case presented, the diagnosis of IOID was
presumptive, as the acute condition of the patient did nots,
allow for biopsy to confirm histologic diagnosis. However,
due to the nature of onset of symptoms, the characteristic
finding on imaging, and the absence of any haematological
or other markers of the common differential diagnoses
(including thyroid function tests excluding g
thryroidophthalmopathy, a normal haematological profile,

a normal chest X-ray excluding tuberculosis, sarcoidosis),

it can be classified as 10ID with a reasonable degree of
confidence. Furthermore, the rapid and dramatic response
to administration of intravenous corticosteroids further
strengthens the diagno&isRegarding the mode of
administration, there is still no universal consensus on
the most appropriate route of administration, with both
oral and intravenous routes used by different practitioners,
and no compelling evidence of the superiority of one
particular method. However, the rapidity of response via
the intravenous route justifies the commencement of
intravenous steroids as initial therapy, particularly in acute
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