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Abstract: Purpose-To report a rare presentation of Vogt-Koyanagi-Harada (VKH) disease in a 55 year old female patient with 

unilateral limbal stem cell deficiency (LSCD) with corneal perforation. Observations-Patient presented to the out patient 

department with recurrent episodes of watering, pain, redness in the left eye. Examination revealed LSCD with areas of pannus 

and infiltration. She was treated medically. Patient came back after a year with a corneal perforation in her left eye. The 

perforation was sealed using cyanoacrylate glue. Six weeks later, she presented with a drop in vision in both eyes. Optical 

Coherence Tomography (OCT) in both eyes showed multiple sub retinal fluid pockets and Fundus Fluorescein Angiography 

(FFA) revealed multiple pinpoint leakages typical of Harada disease. The patient was investigated for systemic associations, 

which were found to be normal. She was managed with tapering doses of oral steroids. OCT showed resolution of fluid pockets 

at one month. There was a good control of the disease, with no signs of recurrence at 6 months follow up. Conclusion-The 

clinical association between the two entities has not been published in literature till date. Further data or reports on such cases 

would help throw light on any possible association between LSCD and VKH disease. 
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1. Introduction 

Vogt-Koyanagi-Harada (VKH) disease is a multiple system 

involving inflammatory granulomatous autoimmune 

condition which presents as panuveitis along with serous 

retinal detachments and diffuse choroidal edema. [1] It can be 

associated with cutaneous, neurological and inner ear 

manifestations due to the increased melanocyte density in 

these organs. [2] 

Limbal stem cell deficiency (LSCD) can be caused by 

congenital or acquired factors which lead to direct injury to the 

limbal stem cells or the limbal stem cell niche. [3] Common 

acquired etiologies include chemical/thermal burns, previous 

ocular surgeries, contact lens use, and ocular surface 

inflammatory diseases. [4-8] 

This is
 
a case report of a clinical presentation of VKH in a 
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patient with unilateral LSCD with no predisposing factors. 

2. Case Report 

55 year old female patient presented to our OPD with 

complaints of redness, pain and watering in the left eye for 1 

week. Past history revealed similar recurrent episodes in the 

past for many years. She did not have any known systemic 

comorbidities and did not give any history of trauma/chemical 

injury. On examination her uncorrected visual acuity (UCVA) 

was 6/6 parts in the right eye and 6/15 in the left eye. Slit lamp 

examination showed normal anterior and posterior segment 

examination of the right eye. The left eye had a picture of total 

limbal stem cell deficiency (LSCD) with severe pannus 

extending from 3-9 o clock positions associated with 2 dense 

infiltrates at 4 o clock (3x2 mm) and 7 o clock (2x1 mm) 

positions [Figure 1a]. The patient was started on topical 

antibiotics, steroids, cycloplegics and lubricants. On 

subsequent follow up after 20 days, her symptoms had 

reduced and the infiltrates were seen healing. Steroid tapering 

was advised after which she was lost to follow up. 

She presented to our OPD again after a year with complaints 

of redness and pain in the left eye. Her visual acuity was 6/6 in 

the right eye and 6/24 in the left eye. Examination revealed 

normal findings in the right eye with a 1.5 mm corneal 

perforation and iris prolapse at 4 o clock position in the left eye 

[Figure 1b]. She underwent iris tissue abscission and 

perforation closure with cyanoacrylate glue and bandage 

contact lens application. On post operative day 1, the 

perforation was well sealed with a formed anterior chamber 

[Figure 2a]. She was put on topical antibiotics and steroids 

(Loteprednol 0.5%). Follow up visit 1 month post operatively 

showed a quiet eye with sealed perforation [Figure 2b]. Visual 

acuity was 6/18 in the left eye. Evaluation for systemic collagen 

vascular disorders was done and was found to be normal. 

 
Figure 1. a-LSCD with inferior pannus and infiltration; b-Perforation with 

iris proplapse. 

 
Figure 2. a-Post operative day 1-Perforation repair with tissue adhesive and 

BCL in situ; b-Post operative-1 month follow up. 

She presented thirteen days later with complaints of 

blurring of vision in her right eye for two days. Her best 

corrected visual acuity (BCVA) was 6/60 in the right eye with 

a correction of +2.0 D and left eye was 6/18 with a correction 

of +2.25 DS and -3.5 D cyl @ 160 degrees. On slit lamp 

examination, anterior chamber was found to be shallow with a 

VH grading of 1 in right eye and 2 in the left eye. Patient 

underwent a YAG laser peripheral iridotomy in the right eye. 

Subsequently two days later dilated fundus examination of 

both eyes showed features of Harada disease with fluid 

pockets in the posterior pole. Both eyes Optical Coherence 

Tomography (OCT) showed multiple sub retinal fluid pockets 

[Figure 3a and 3b], while Fundus Fluorescein Angiography 

(FFA) showed multiple pinpoint leakages typical of Harada 

disease [Figure 3c]. She did not have any other systemic 

features of VKH syndrome. 

 
Figure 3. a and b-OCT image of right eye and left eye respectively showing 

multiple sub retinal fluid pockets; c-FFA images showing multiple pinpoint 

leakage points, typical of Harada disease. 

 
Figure 4. One month following initiation of systemic steroids-OCT images 

showing resolved fluid pockets. 

Patient was started on oral steroids (Prednisolone 60mg/day) 

and on follow up after one month, she showed a good response to 

steroids with resolution of fluid pockets on OCT [Figure 4] and a 

improvement in visual acuity to 6/6 with +0.5DS/-0.5 Dcyl 

@180 in the right eye and to 6/12 with +1.5DS/-3.5 Dcyl @160 

in the left eye. The corneal perforation had stabilized. Topical 

medication was tapered. Oral steroid tapering was advised and 

she was asked to follow up. On 6 months follow up, patient’s 

visual acuity was maintained, with not relapse of the disease. She 

was maintained on low dose oral steroids. Her perforation was 

sealed well. She was put on a long term BCL and lubricants. 
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3. Discussion 

Diagnosis of VKH is done by looking for the following 

features in the absence of ocular trauma -bilateral chronic 

iridocyclitis; posterior uveitis; Neurological and ENT 

symptoms like tinnitus, meningismus and skin manifestations 

like alopecia, poliosis/vitiligo. [9] This patient did not have 

any associated systemic manifestations. The stages of the 

disease include prodromal, acute uveitis, convalescent and 

chronic/recurrent uveitis. [10-12] Our patient presented in the 

acute phase with uveitis and a shallow anterior chamber angle. 

Acute angle closure/narrowing of anterior chamber angles has 

been reported by many. This may be due to choroidal 

effusion/inflammation, which can sometimes be associated 

with ciliary body rotation/ciliary edema and ciliochoroidal 

detachment, thus leading to narrowing of AC angles. [13] 

Management regimens for VKH vary. However the 

mainstay treatment in the acute phase remains systemic 

corticosteroids. Some studies have found that the route of 

steroid administration did not alter the clinical outcomes. [14] 

IV methyl prednisolone was not started in this patient 

considering the vision drop was not severe. IVMP may 

preferably be started in cases with severe bilateral visual loss. 

[15] Some studies have reported that immunomodulatory 

therapy may be more effective in the acute phase. [15] 

However, in practice, immunomodulatory therapy is usually 

considered after a course of systemic steroids, in case of non 

resolution or recurrence or for maintenance. Thus it was not 

considered in the acute phase in this patient. 

Sympathetic ophthalmitis (SO) was considered as a 

differential diagnosis. However, certain findings pointed more 

towards the diagnosis of VKH. The simultaneous presentation 

of both eyes was more in favour of VKH, unlike in SO, where 

the contralateral eye is affected before the eye with the insult. 

Also, the presence of a typical OCT picture- serous fluid 

pockets with multiple fibrous septae which are characteristic 

of VKH was present in this case. [16] 

There have been no reports showing any typical corneal 

manifestations of the disease except for the presence of keratic 

precipitates [17] and corneal anaesthesia [18] in some cases.  

4. Conclusion 

This case report shows a rare presentation of VKH in a case 

with unilateral LSCD, which had lead to a corneal melt and 

perforation, with no identifiable positive systemic association 

for the condition. The clinical association between the two 

entities has not been published in literature till date. Further 

data or reports on such cases would help throw light on any 

possible association between LSCD and VKH disease. 
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