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Unilateral Pseudotumor Orbita in a 13-year-old Boy
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Abstract

Oz

Orbital pseudotumor (idiopathic orbital inflammation) is a clinical syn-
drome, in which the etiology or pathogenesis are unknown. It is rarely
seen in the childhood. Clinical findings are usually acute onset, and in-
clude eye pain, periorbital edema, redness, and limitation of eye move-
ments. Diagnosis is based on clinical and radiological findings. Orbital
cellulitis, malignancies, rheumatological diseases and orbital trauma
should be considered in differential diagnosis. Corticosteroids are used
in treatment, and response to treatment is usually rapid. In cases that do
not respond to corticosteroid therapy, radiotherapy orimmunosuppres-
sive therapy can be applied. Herein, we to present a 13-year-old boy who
was referred to our hospital after unsuccessful oral antibiotic treatment
at another institution with a preliminary diagnosis of orbital cellulitis
due to edema and redness in the orbita. Orbital pseudotumor should be
keptin mind in cases unresponsive to antibiotic treatment for preseptal/
orbital cellulitis.

Keywords: Eye pain, inflammation, orbital cellulitis, proptosis, orbital
pseudotumor

Introduction

Orbital pseudotumor (idiopathic orbital inflammatory
disease) is a benign, noninfective and non-neoplastic clinical
syndrome (1). It is rarely seen in the childhood and can be con-

Psodotimor orbita (idiyopatik orbital inflamasyon), etiyolojisi ve pa-
togenezi tam olarak bilinmeyen bir klinik sendromdur. Cocukluk ¢agin-
da nadir olarak gordldr. Klinik bulgular genellikle akut baslangi¢hdir ve
g0z agnisi, periorbital 6dem, kizariklk, goz hareketlerinde kisithlik gora-
lebilir. Tani, klinik ve radyolojik olarak konulur. Ayirici tanida orbital selu-
lit, maligniteler, romatolojik hastaliklar ve orbital travma distintlmelidir.
Tedavide kortikosteroidler kullanilir ve tedaviye yanit genellikle hizlidir.
Kortikosteroid tedavisine yanit vermeyen vakalarda radyoterapi veya
immunsupresif tedavi uygulanabilir. Burada, sol gozde sislik ve kizariklik
nedeniyle dis merkeze basvuran, orbital selilit tanisi ile oral antibiyotik
tedavisi uygulanan ve sikayetlerinde gerileme olmayinca hastanemize
sevk edilen 13 yasinda bir erkek olgu sunulmustur. Preseptal/orbital se-
|ilit nedeniyle baslanan antibiyotik tedavisine yanit vermeyen hastalar-
da psodotimor orbita tanisi akilda tutulmalidir.

Anahtar Kelimeler: Gozde agri, inflamasyon, orbital seliilit, proptozis,
psodotimor orbita

fused with preseptal or orbital cellulitis since they are clinically
similar. Patients mainly present with pain, periorbital edema,
proptosis, diplopia and rarely, loss of vision (2). Despite usual-
ly being unilateral, there are studies reporting bilateral cases
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may occur. Diagnosis is generally made by meticulous history,
clinical findings and imaging methods. Early diagnosis is nec-
essary to prevent retinal and extraocular muscle damage (3).

Herein, we present a case of a 13-year-old boy in whom
steroid treatment was started for idiopathic orbital inflamma-
tory disease upon seeing that the patient had not responded
to the antibiotic treatment given for preseptal cellulitis diag-
nosis. The patient rapidly responded to the steroid treatment.

Case Report

A 13-year-old boy presented with swelling, pain and red-
ness in the left eye which were present for seven days. The
patient was referred to our hospital when his complaints did
not regress despite treatment with tobramycin containing eye
drops and and oral amoxicillin clavulanic acid (2x1 g) prescribed
for the preliminary diagnosis of preseptal cellulitis. On admis-
sion, Physical examination showed that his general status was
good, body temperature and other vital signs were normal (Fig-
ure 1). His visual acuity was normal, the vision in both eyes was
complete, and light reflex response was normal. There was no
relative afferent papillary defect. Laboratory findings were as
follows: white blood cell count 7300/mm? (72% polymorpho-

Figure 1. Proptosis in the left eye, periorbital edema.

nuclear, 18% lymphomonocytes), hemoglobin 13.5 g/dl, and
platelet count 224.000/mm?3. His biochemical parameters were
normal, and C-reactive protein (CRP), erythrocyte sedimenta-
tion rate (ESR), and anti-streptolysin-O (ASO) were found respec-
tively as 3.14 mg/L, 30 mm/h, and 1040 IU/L. Orbital computed
tomography (CT) showed preseptal space was edematous in
the left eye, obliteration of the retrobulbar fat planes were oblit-
erated, and left lacrimal gland and lateral rectus muscle were
hypertrophic and dense (Figure 2). Orbital magnetic resonance
imaging (MRI) revealed thick and edematous preseptal space,
increased thickness of the left lateral rectus muscle, common
T2 intensity increase and contrast-enhanced retrobulbar and
postseptal fat planes (Figure 3). The findings were significant
form the diagnosis of idiopathic orbital inflammation/orbital
pseudotumor. On the fifth day of the sulbactam ampicillin (8
gr/day) treatment intravenous prednisolone treatment (2 mg/
kg/day) was commenced for three days. The patient whose
eye complaints remarkably ameliorated on the second day of
steroid treatment (Figure 4) was discharged provided that he

Figure 2. CT scan, hypertrophy in the left lateral rectus muscle and ede-
ma in the left preseptal distance.

Figure 3. Axial MRI scan, marked hypertrophy in the left rectus muscle.
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Figure 4. Regression in findings following intravenous steroid treatment.

would come to follow-ups during a total of 6-week oral prednis-
olone treatment. Investigation for etiological causes revealed
that thyroid function tests (TFT), C3-C4, rheumatoid factor, IgG4
level and angiotensin converting enzyme (ACE) were detected
normal. Anti-neutrophil cytoplasmic antibodies (c-ANCA and
p-ANCA), antiphospholipid antibody, anticardiolipin antibody,
and anti-ds DNA antibodies were negative. On the follow-up
after discharge, it was seen that the eye findings of the patient
regressed completely. Oral consent was received from the pa-
tient's family to use and publish his photographs.

Discussion

Idiopathic orbital inflammatory disease, which is rarely seen
in the pediatric population, is among the most common rea-
sons of exophthalmos. Clinical presentation usually includes
pain, proptosis, periorbital swelling, decrease in visual acuity,
and limitation in eye movements. It is typically an acute-onset
disease, generally unilateral, and rarely bilateral. Headache, vo-
miting, and weight loss can be frequently seen in children (1,4).
At the beginning, our patient was considered to have orbital
cellulitis due to periorbital swelling, pain and limitation in his
eye movements, and antibiotic treatment was initiated. His sy-

mptoms and examination findings completely resolved after
the steroid treatment. No underlying reason was detected du-
ring the investigation for etiology.

The etiology of orbital pseudotumor is not fully known, and
it is considered that immune-related processes, infections, and
autoimmune diseases can be responsible for the disease. It has
been thought that trauma may cause increased vascular per-
meability, which may lead to the release of antigenic substrates
that can activate inflammatory cascade. Some of the diseases
to be considered in differential diagnosis are thyroid ophthal-
mopathy, orbital vasculitis, Wegener granulomatosis, sarcoido-
sis, lymphoma, leukemia, rhabdomyosarcoma, lymphangioma,
neuroblastoma, Langerhans cell histiocytosis, secondary orbi-
tal retinoblastoma, foreign object-related orbital trauma, and
ruptured dermoid cyst (5-7). Orbital pseudotumor can develop
following viral upper respiratory tract infection, streptococcal
pharyngitis, and sinusitis. A new onset orbital myositis case
two weeks after streptococcal pharyngitis has been reported in
the literature (8). In a study conducted in China including 209
patients diagnosed with orbital pseudotumor in a period of 20
years, sinusitis has been confirmed in 36 (17.2%) of these cases
(9). History or physical examination finding supportive of upper
respiratory tract infection was not detected in our patient.

Orbital pseudotumor can be associated with rheumatologic
diseases such as Chrohn’s disease, systemic lupus erythemato-
sus (SLE), rheumatoid arthritis (RA), myasthenia gravis (MG), and
ankylosing spondylitis (10). Due to the association between or-
bital pseudotumor and rheumatologic diseases, suspected ca-
ses must undergo tests including complete blood count, ESR,
CRP, thyroid function tests, ACE level, p-ANCA and c-ANCA (10).
In our patient, no underlying reason was detected during the
investigation for etiology.

On MRI and CT imaging of orbital myositis, a thickening
appearance showing unilateral fusiform configuration and in-
volving one or more extraocular muscle and myotendinous
component is seen. Infiltrative appearance can be seen along
the surrounding orbital fat tissue. Lacrimal gland is evidently
enlarged, and a marked enlargement can also be seen along
the lateral orbital wall and lateral rectus muscle. Thickening can
be seen in extraocular muscles (single or multiple). The most
commonly involved muscle is the medial rectus muscle and is
followed by superior rectus, lateral rectus, and inferior rectus
muscles. There may be infiltrates that cause a dirty appearance
throughout the orbital fat at the edge of the muscle. Inflamma-
tory tissues surrounding the optic nerve may cause the typical
tram line appearance (5). Similar findings can be observed in
thyroid ophthalmopathy; however, extraocular muscles are
bilaterally affected. Thyroid ophthalmopathy was not conside-
red in our patient since he had unilateral extraocular muscle
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involvement and a normal TFT. Left-sided lateral rectus muscle
hypertrophy, intensity elevation in retrobulbar fat planes, and
edemain left preseptal distance were the imaging findings that
led us to diagnose the patient with idiopathic orbital inflamma-
tory disease (Figure 3,4).

Systemic corticosteroids are first-line therapies in treatment.
Rapid response to steroid treatment supports diagnosis (11).
Initial dosage is T mg/kg/day prednisone and is terminated by
lowering the dosage in 6-8 weeks. Long-term steroid use may
have side effects such as hyperglycemia, hypertension, cus-
hingoid appearance, osteoporosis, adrenal suspension, weight
gain, avascular bone necrosis, and growth retardation. Ocular
side effects include glaucoma, cataract, and herpetic corne-
al infection (5,12). Oral non-steroid anti-inflammatory drugs
(NSAI) can be used in the treatment of mild idiopathic orbital
inflammation. Noble and colleagues have given indomethacin
treatment to an orbital myositis patient that developed side ef-
fects against corticosteroid treatment and become successful
in treatment (13). Mannor and colleagues have recommended
NSAI use for three weeks or until complete recovery in clinical
findings is achieved in orbital pseudotumor cases (14). Low
dose radiotherapy may be used in patients who do not respond
to and are contraindicated to corticosteroids and in recurrent
cases. Immunosuppressive treatment, chemotherapy, and int-
ravenous immunoglobulin (IVIG) may also be used in some si-
tuations (10,15,16). Our patient did not require any additional
treatment since the pain in his eye and proptosis regressed on
the second day of corticosteroid treatment and a marked im-
provement was observed in his findings on the fifth day of the
treatment.

Conclusion

Orbital pseudotumor is a rarely seen disease in the chil-
dhood. It must be considered in the differential diagnosis of
preseptal/orbital cellulitis, should be specifically kept in mind
in patients with proptosis and in those with weak response
to the antibiotic treatment started for preseptal cellulitis, and
diagnosis must be supported with imaging methods.
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