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Background

Behçet’s disease (BD) is a chronic condition that demon-
strates itself by inflammation of the veins, arteries and capil-
laries. Manifestations of the disease include oral aphthous 
ulcer, genital ulcer, pseudofolliculitis, erythema nodosum, 
arthritis, and ocular manifestations.1 Ocular involvement is a 
rheumatologic emergency; if left untreated, it could lead to 
blindness. Its manifestations can show themselves as ante-
rior uveitis, posterior uveitis, retinal vasculitis, choroidal 
vasculitis, optic neuritis, and iridocyclitis.2

Episcleritis is a rare ocular manifestation of this disease. 
In this report, we introduce an 11-year-old patient with epis-
cleritis and posterior uveitis as the first manifestation of BD. 
To conclude, the present case report demonstrates the impor-
tance of considering episcleritis as one of the differential 
diagnoses in patients presenting with the initially diagnosis 
of preseptal cellulitis, that one of the underlying causes may 
be rheumatic diseases including BD.

Case presentation

An 11-year-old girl was admitted in the pediatric infectious 
department of Imam Hossein Children’s Hospital, Isfahan 

University of Medical Sciences, due to pain and swelling 
around the left eye (Figure 1).

The patient developed redness and photophobia a week 
before admission, then gradually developed pain in the eye 
movements, swelling, and redness around the left eye. She 
had normal vital signs on examination. On physical exami-
nation, she had redness and swelling around the left eye. 
Globe movements were associated with pain and limitation. 
Visual acuity was 5/10 in the left and 10/10 in the right eye. 
Cranial nerve examination and other physical examinations 
were normal.

The patient was diagnosed with preseptal cellulitis and 
treated with clindamycin intravenous infusion. The com-
puted tomography (CT) scan orbit was normal, and no signs 
of orbital cellulitis were found. After 3 days of treatment, the 
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patient’s condition did not improve. Therefore, an ophthal-
mology consultation was done for the patient

In ophthalmology consultation, posterior uveitis (diffuse 
choroiditis) was reported on the left eye with an ophthalmic 
examination. In the ultrasonography of the left eye, the thick-
ness of the wall of the globe in the posterior pole was 
increased (2.4 mm), and the appearance of scleral edema 
with Classic view of T- sign Was seen, which confirmed 

episcleritis (Figure 2). Episcleritis and posterior uveitis were 
reported, and rheumatology consultation was recommended. 
Finally, the patient was transferred to the pediatric rheuma-
tology department. A full history was taken there. The patient 
had a history of recurrent oral aphthous ulcers (5–6 times a 
year), genital ulcers, and chronic and vague abdominal pain. 
The results of laboratory tests including complete blood 
count, erythrocyte sedimentation rate, C-reactive protein, 
and serum electrolytes were normal. Serology tests for cyto-
megalovirus, toxoplasmosis, parvovirus B19, tuberculosis, 
and rheumatologic tests including angiotensin-converting 
enzyme, antinuclear antibody, and antiphospholipid antibod-
ies were negative. The patient did not meet the laboratory 
and clinical criteria for lupus and granulomatosis with poly-
angiitis (GPA).

Both human leukocyte antigen (HLA) B5 and HLA-B51 
tests were positive. The result of the pathergy skin test was 
positive (Figure 3).

According to the criteria of the International Study Group 
for Behçet Disease, the patient was recognized as a case of 
BD-related episcleritis and posterior uveitis, and the treat-
ment started by prescribing pulse methylprednisolone and 
intravenous infliximab. Treatment was continued with oral 
prednisolone 2 mg/kg/d, azathioprine 2 mg/kg/d, and colchi-
cine 1 mg/d.

After a 1-month follow-up, the patient had no symptoms and 
ocular exam through slit lamp and funduscopy was normal. 
Infusion of infliximab 8 mg/kg was given, and oral prednisolone 
1 mg/kg/d with azathioprine and colchicine was continued. 
Three months after discharge, the patient did not have any com-
plaints about aphthous ulcers and GI system visual acuity of 
both eyes was 10/10, and ocular exam was normal.

Figure 1.  Patient images: (a) Swelling and erythema around the left eye which first was misdiagnosed as cellulitis. (b) Magnified image of 
the left eye demonstrating Swelling and erythema of the scleral tissue.

Figure 2.  Sonographic image of the left eye. The thickness of 
the wall of the globe in the posterior pole is increased (2.4 mm), 
and the appearance of scleral edema with Classic view of T- sign 
is seen, which confirms episcleritis.
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Discussion

Behçet’s disease (BD) is a chronic multisystem vasculitis 
that develops by both endogenous and exogenous factors. 
This disease manifests itself with mucocutaneous, gastroin-
testinal, musculoskeletal, neurological, and ophthalmologi-
cal lesions.1

BD etiology is yet to be unknown but genetic, viral, and 
allergic factors have been suggested. Immune complexes, 
aberration of T cell subsets, complement abnormalities and 
abnormal polymorph function have been seen. Autoantibodies 
are rare but have been reported against mucosal antigen. 
Anticardiolipin antibodies have been suggested to be associ-
ated with retinal vascular disease.2,3

Genetics bases of BD demonstrate in different geographic 
areas; there are some HLA typing that are strongly related to 
BD. For example, HLA-A28 and HLA-B12 are elevated in 
American people. Increased HLA is found in Turkish and 
Japanese patients.3 In this case, we found positive HLA-B5 
and HLA-B51.

Diagnosis in children is often delayed due to the different 
course of the disease from that of adults.4 Children-BD have 
significantly fewer genital ulcers, yet they have more mild 
gastrointestinal symptoms, central nervous system involve-
ment, and arthralgia.5 One of the manifestations of BD is 
ocular involvement. In all, 30%–70% of patients suffer from 

this presentation which is said to be the most common in 
young patients but associated with a worse prognosis. Ocular 
involvement emerging at the onset of the disease is rare.6

Bilateral panuveitis is more common than iridocyclitis, 
keratitis, optic neuritis, and episcleritis.7,8 Uveitis is a common 
finding and is almost pathognomonic of BD when it occurs in 
association with retinal branch vein occlusion.9 Although 
episcleritis itself is unlikely to perforate the globe, this entity 
is painful and can, as in this case, be a sign of underlying seri-
ous disease. The exact mechanism for episcleritis remains a 
mystery. This presentation generally heals without treatment.10 
There is only one case report about episcleritis in pediatrics 
BD that concluded episcleritis and papillitis must be added to 
unusual complications of this disease.11

Episcleritis can occur with rheumatoid arthritis, juvenile 
idiopathic arthritis, reactive arthritis, systemic lupus erythe-
matosus, inflammatory bowel disease, vasculitis, leukemia, 
Herpes simplex and zoster, Yersina infections, Lyme disease, 
and tuberculosis.12–23 We ruled out these causes in this 
patient. An important point to note in our study was misdiag-
nosing the patient with preseptal cellulitis due to the first 
manifestations of the patient which were swelling and red-
ness around the left eye.

Conclusions

To conclude, the authors suggest that in patients with the 
diagnosis of episcleritis, we must consider rheumatic dis-
eases as one of the causes and BD as one of the differential 
diagnoses. Ignoring this scenario may lead to loss of a timely 
diagnosis and treatment; leaving patients with further risk of 
advancing to more complications and severe illness.
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Figure 3.  Positive pathergy test.
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