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    Abstract
A 13-year-old girl presenting with mucopurulent conjunctivitis (left > right) was diagnosed with Behçet's disease. Intraoperatively, the left eye had 360° culture-negative marginal corneal ulcer with scleral necrosis, managed with a scleral patch graft. Postoperatively, the right eye also developed a peripheral corneal lesion that resolved with immunosuppressants along with the skin lesions. Subsequently, wound gaping and uveal prolapse were noted in the left eye and was managed with a lamellar corneal graft and later with a corneoscleral patch graft. Following this, the patient improved very well in terms of visual acuity. Peripheral ulcerative keratitis can be a clinical presentation in pediatric Behçet's disease despite the unusual occurrence. Hence, any pediatric case with peripheral ulcerative keratitis should be thoroughly investigated for Behçet's disease, for which immunosuppressants may prove to be beneficial.
  


  
    Keywords: Behcet's disease, paediatric keratitis, peripheral ulcerative keratitis
  


  
    

    


    Behçet's disease is a multisystemic autoimmune disorder associated with ocular manifestations. Corneal involvement, particularly peripheral ulcerative keratitis, is an unusual manifestation of Behçet's disease, especially in the pediatric population. Here we report a rare case of a pediatric Behçet's disease presenting with peripheral ulcerative keratitis.


    Case Report


    A 13-year-old girl complaining of diminution of vision in both eyes (left > right) for 10 days was seen outside in a tertiary hospital. It was sudden in onset, progressive in nature, and was associated with severe redness and mucopurulent discharge from the left eye (LE), progressing to the right eye (RE) three days later. She also had frank skin ulcers over the palm, leg, scalp, oral mucosa, and genitals. Past systemic, family, and personal history was insignificant. The patient was diagnosed with acute mucopurulent conjunctivitis of both eyes (BE) (left > right). Conjunctival swab from both eyes was sterile. The patient was started on topical fortified antibiotics in BE along with oral antibiotics with no relief. The patient presented to us a week later with severe conjunctivitis in both eyes with visual acuity (VA) of 20/40 in the RE and only perception of light (PL) with accurate projection of rays (PR) in all quadrants in LE. The RE had severe conjunctival congestion and chemosis with mucopurulent discharge on slit-lamp examination. The anterior segment and fundus examination in RE was normal. The LE showed mucopurulent discharge, severe conjunctival chemosis and marginal corneal ulcer with superonasal symblepharon. The remaining anterior segment examination could not be done. Ultrasound B-scan for LE was anechoic. The patient had multiple ulcerative lesions involving the dorsum of feet, scalp, hand, fingers, angle of the mouth, oral cavity, and genital area [Figure - 1].
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        	Figure 1: (a) Ulcer over medial surface of right middle finger. (b) Ulcer over the dorsum of right foot. (c) Ulceration over the scalp. (d) Oral ulcers
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    Investigations such as CBC, ESR, LFT, RFT, Mantoux, and viral markers were non-reactive. Other immunological tests were negative: anti-nuclear antibody, rheumatoid arthritis factor, human leucocyte antigen (HLA)-B5, HLA-B51, c-ANCA, and p-ANCA. Pathergy test was, however, negative.


    We made a provisional diagnosis of bilateral severe mucopurulent conjunctivitis with LE peripheral ulcerative keratitis (PUK) and was started on concentrated antibiotics eye drop vancomycin 5% and tobramycin 1.3% along with topical prednisolone acetate 1% qid in BE. On immunology review, a diagnosis of Behçet's disease, or a vasculitis sequela was made, and the patient was prescribed dapsone (1 mg/kg) bd, oral corticosteroids (1 mg/kg) od, and azathioprine (2 mg/kg) bd.


    During examination under anesthesia, the patient had a marginal ulcerated lesion involving the entire circumference of the cornea in the LE. There was also associated scleral necrosis at the 3 o'clock position with exposed uvea [Figure - 2]a. The patient was planned for a left eye scleral patch graft with an amniotic membrane [Figure - 2]b. The marginal ulcer was scrapped and sent for microbiological culture and sensitivity, which showed no growth. On postoperative day 1, vision in the LE was hand movements close to the face (HMCF) with accurate PR, and the scleral graft was apposed with the amniotic membrane in place [Figure - 2]c. Four days later, a wound gaping was noted in the left eye at 9–11 o'clock with uveal tissue prolapse [Figure - 2]d, with visual acuity (VA) finger counting (FC) at 3 meters. The patient underwent a lamellar corneal graft for LE. On a postoperative day, 1 (VA) in the LE was recorded as FC at 5 meters, with an adequately adhered lamellar corneal graft. We noted a 2 × 1 mm peripheral ulcerative lesion in RE at 3–4 o'clock four days later [Figure - 2]g with visual acuity 20/30. The lesion in the RE was resolved by day 11 [Figure - 2]h. By day 11, skin ulcers also showed dramatic improvement with the systemic immunosuppressants. Three days later, LE had recurrent uveal tissue exposure at the 10 o'clock position with loose sutures [Figure - 2]e. A corneoscleral patch graft was done for the third time. Postoperative, day 1 revealed VA of FC at 3 meters with a well-placed graft [Figure - 2]f.
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        	Figure 2: (a) Intraoperative picture of the left eye. (b) Intraoperative picture of the left eye showing amniotic membrane in place with scleral patch graft. (c) Left eye on postoperative day 1. (d) Left eye on postoperative day 8 showing wound gaping at 9 o'clock position. (e) Left eye on a postoperative day 14 after second surgery showing uveal tissue exposure at 10 o'clock position. (f) Left eye on a postoperative day 1 after third surgery. (g) Right eye showing peripheral ulcerative lesion at 3–4 o'clock position. (h) Right eye showing resolution of the peripheral ulcerative lesion at day 11
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    Fundus photography BE showed normal fundus in the right eye and mild venous tortuosity with no evidence of vasculitis in the left eye. On postoperative day 8, the examination revealed a VA of 20/200 in LE with a well-placed graft with intact sutures. RE was doing well with VA 20/30. At one year follow-up, the patient's final VA in the LE was 20/125 with no relapse [Figure - 3]. With a contact lens, her vision improved up to 20/40 in LE.
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        	Figure 3: Left eye at 1 year follow-up
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    Discussion


    Behçet's disease is an autoimmune inflammatory disorder characterized by recurrent oral aphthous ulcers, genital ulcers, ocular lesions, and skin lesions. The condition is strongly associated with the major histocompatibility complex antigen HLA-B51.[bookmark: ft1][1] Corneal pathology is rare in Behçet's disease, especially in paediatric patients. Peripheral ulcerative keratitis (PUK) is crescent-shaped stromal inflammation involving the cornea at or around the limbus associated with sectoral thinning. PUK is one of the presenting features of collagen vascular diseases (most commonly rheumatoid arthritis) in 50% of cases.[bookmark: ft2][2] Ocular involvement occurs in 50%–70% of the patients with Behçet's disease[bookmark: ft3][3] in occlusive retinal vasculitis and panuveitis. Corneal manifestations, including ulceration and perforation, have rarely been reported in Behçet's disease. The first reported case was of corneal perforation in a patient with clinically suspected Behçet's disease,[bookmark: ft4][4] and the second was of bilateral small circular ulcerative keratitis in a patient with Behçet's disease.[bookmark: ft5][5]


    A prospective analysis done by Rohatgi et al.[bookmark: ft6][6] in Indian patients with Behçet's disease found the incidence of ocular manifestations to be 36%, among which the conjunctival ulceration was seen in 26.3% of patients with no involvement of the posterior segment. We followed the criteria given by the International Study Group for Behçet's Disease,[bookmark: ft7][7] which states that for the diagnosis of Behçet's disease, there should be a presence of oral ulcers with any two genital ulcers, typically defined as skin or eye lesions, or a positive pathergy test.


    Conclusion


    Despite its rare occurrence, PUK can be a presenting entity in pediatric patients with Behçet's disease, and it can be effectively treated with topical and systemic immunosuppressants.
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  Figure 1: (a) Ulcer over medial surface of right middle finger. (b) Ulcer over the dorsum of right foot. (c) Ulceration over the scalp. (d) Oral ulcers
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  Figure 2: (a) Intraoperative picture of the left eye. (b) Intraoperative picture of the left eye showing amniotic membrane in place with scleral patch graft. (c) Left eye on postoperative day 1. (d) Left eye on postoperative day 8 showing wound gaping at 9 o'clock position. (e) Left eye on a postoperative day 14 after second surgery showing uveal tissue exposure at 10 o'clock position. (f) Left eye on a postoperative day 1 after third surgery. (g) Right eye showing peripheral ulcerative lesion at 3–4 o'clock position. (h) Right eye showing resolution of the peripheral ulcerative lesion at day 11
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  Figure 3: Left eye at 1 year follow-up
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