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ABSTRACT 
Introduction: Vogt-Koyanagi-Harada (VKH) disease is multisystemic inflammatory 
autoimmune disorder that is characterized by panuveitis with iridocyclitis, exudative 
retinal detachment, and associated with neurologic and cutaneous manifestation. The 
ocular manifestation of VKH disease are typically bilateral with asymmetry severity is 
usually presents. The case of Unilateral VKH disease is rare, there were only few cases 
that have been reported and some of them are delayed form of bilateral manifestation. We 
present a case of multifocal exudative retinal detachment that presumed as unilateral VKH 
disease in a young male patient. 
Purpose: To describe a clinical case with multifocal exudative retinal detachment that 
presumed as unilateral VKH disease. 
Case Report: A 33-year old male presented with unilateral posterior uveitis in the right 
eye with yellowish loci appearance on funduscopy and featured by multifocal exudative 
retinal detachment based on optical coherence tomography (OCT) examination. The 
uncorrected visual acuity (UCVA) was 3/60 in the right eye and 0.3 logmar in the left eye. 
Blurred vision in the right eye occurred in the last 4 months without any depigmentation 
symptom in the eye, skin, or hair. Patient then diagnosed as suspected unilateral VKH 
disease and gave high dose methylprednisolone as initial treatment. After one month 
therapy, UCVA become 1.0 logmar in the right eye with reducing of vitreous cell and 
improvement of retinal edema.  
Conclusion:  This study presents a possibility case of unilateral VKH disease in young 
male patient. Early diagnosis and proper initial treatment is important to achieve visual 
recovery. 
Keyword: VKH disease, exudative retinal detachment, unilateral posterior uveitis,  
 
 
I. Introduction 

      Vogt-Koyanagi-Harada (VKH) disease is a rare granulomatous inflammatory 

that affects pigmented structures such as eye, inner ear, meninges, skin and hair. 

The incidence of the disease varies among 7% in Japan, 1-4 % in United states, and 

3% in Brazil. It is about 800 new patient each year in Japan, and about 1,5 to 6 per 

1 million patients in united states. VKH is important causes of non-infectious 

uveitis that characterized by bilateral panuveitis with iridocyclitis, and associated 

with neurologic and cutaneous manifestation. The manifestation of exudative 
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retinal detachment can appear as early as beginning of ocular symptom, and it is 

signifying the disruption of blood-retinal-barrier that caused by inflammation.1-3  

     There are 4 phases in VKH disease. It is including prodromal, acute uveitis, 

convalescent and chronic or recurrent uveitis. The clinical features of VKH is 

depending on the disease phase, and the ocular manifestations are typically bilateral 

with asymmetric severity is usually present. VKH in unilateral eye is a very rare. 

There only few reports and some of them are delayed forms of bilateral disease. We 

describe a case report of multifocal retinal detachment with presumed of unilateral 

VKH disease.4,5 

II. Case Report 

     A 33-year-old man came to Vitreo-Retina Division , Cicendo National Eye 

Hospital on March 3rd 2020 with a chief complaint of progressive blurred vision in 

the right eye since 4 month ago. The patient had no history of using spectacle, 

trauma, recurrent ocular redness, long-term medication, and other systemic disease. 

On general examination, the patient was fully alert, with a blood pressure of 

120/80mmhg, heart rate of 78 beats/minute, respiratory of 20 times/minute, and 

body temperature of 36,7 C. His body weight was 53 kg.  

     On ophthalmology examination, his uncorrected visual acuity (UCVA) was 3/60 

on the right eye and 0,3 logmar on the left eye by using Early treatment diabetic 

retinopathy study (ETDRS) chart. His primary eye position was orthotropic with 

normal ocular eye movement.  Intraocular pressure of both eye was 12 mmhg and 

11 mmhg in the right eye and left eye respectively. Slit lamp examination in the 

right eye the anterior segment within normal limit, but there were hazy vitreous 

with grade 3 vitreous cell. Indirect funduscopy showed multiple grayish-yellow loci 

appearance on the right retina. In the left eye, the anterior and posterior segment 

within normal limit. The patient then underwent macula optical coherence 

tomography (OCT) examination and fundus photography with ultra-wide-field 

retina imaging. 

  OCT examination in the right macula showed central serous fluid in macula and 

multiple sub-retinal fluid (SRF) in retina. The macula is edema with the central 
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thickness of macular grid pattern was 306 µm as showed in figure 2.1. The patient 

then diagnosed as multifocal exudative retinal detachment with suspected of VKH 

disease, and suspected central serous chorioretinopathy (CSCR) as differential 

diagnose in the right eye. We re-examine the manifestations on the cutaneous and 

neurologic, but didn’t find any symptom and sign on this part. The patient then 

underwent laboratory examination and thoracic x-rays to get rid of the possibility 

of infection. Patient got therapy of systemic corticosteroids, 48 mg 

methylprednisolone tablet once a day orally.  

   

 

 

 

 

 

 

 

 

 

 

 

 

 

 
Figure 2.1. Clinical appearance of disease (a) Normal anterior segment (b) Ultra-wide-field imaging 

showed multiple yellow loci appearance (c) Multiple Sub retinal fluid on OCT (d) 
Increase central thickness on macula grid patter 

 

Two weeks after initial therapy, the patient come with improvement of vision in the 

right eye. UCVA in the right eye was 5/60 and 0,3 logmar in the left eye.  There 

was no abnormality in intraocular pressure and ocular movement in the both eye.  

Slit lamp examination in the right eye showed reducing of vitreous haze and 

vitreous cell to became grade 1. Form the laboratory result, it showed that he had 
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history of Cytomegalovirus (CMV) and Toxoplasma infection with increasing of 

IgG Toxoplasma and IgG CMV which are 107,23 IU/ml and 4,88 IU/ml 

respectively, and there was no sign of the activity of the infection.  

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 
 
Figure 2.2. Clinical improvement of exudative retinal detachment in 1 month corticosteroid 

therapy based on OCT, wide-field funduscopic examination, and avascular area of 
OCT Angiography 

 
The thoracic x-rays showed normal appearance of lungs and hearth. The patient 

then underwent OCT of macula and fundus photography, but there was no 

significant improvement in both appearance as showed on figure 2.2. 

     Patient was continuing to use 48 mg of methylprednisolone daily until 1 month 

therapy, and It showed improvements. Patient then came with UCVA 1.0 logmar 

in the right eye and 0,3 logmar in the left eye. Slit lamp examination showed 

reducing of vitreous haze which clearer than 2 weeks before, and without any 

vitreous cell. Patient underwent OCT examination that showed reducing of macular 
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thickness at the central field, and almost in all quadrant of outer field segment. 

Patient then asked about any complain in the skin, hair, and hearing function, but 

the result still was the same without any clinical finding of cutaneous or neurologic 

involvement. Patient was presumed in acute stage of disease, and still diagnosed as 

multifocal exudative retinal detachment that suspected caused by VKH disease. 

Systemic corticosteroid was continued in the highly doses and perhaps for more 

significant improvement in both clinical and functional in the right eye. The side 

effect of steroid has been recorded every time patient come, and will be noticed 

directly if there any side effect from the therapy.   

 

III. Discussion 

     Exudative retinal detachment is one of the common characteristic of VKH 

disease. It develops when fluid collects in the sub retinal space between the 

photoreceptors and retinal pigment epithelium (RPE) by diffuse choroidal 

inflammation. The pathological condition of exudative retinal detachment is not 

only caused by inflammation, but also other condition that disrupt the integrity of 

blood-retinal barrier (BRB). There are several conditions of ocular disease that 

featured with exudative retinal detachment. It includes non-infectious uveitis 

entities, such as VKH disease, sympathetic opthalmia, posterior scleritis, 

serpiginious choroiditis or acute posterior multifocal placoid pigment 

epitheliopathy (APMPPE), and infectious uveitis entities such as tuberculosis, 

syphilis, and CMV retinitis. Several various choroidal pathologies, such as 

choroidal melanoma, choroidal hemangioma, or choroidal lymphoma also 

associated with this condition, but only VKH and sympathetic ophthalmia that 

commonly featured by multifocal or multilobular exudative retinal detachment due 

to diffuse choroidal inflammation.3,6,7 

    This study reported a case that suspected into VKH disease. From the clinical 

image of funduscopic and OCT examination, we found multiple grayish-yellow loci 

appearance on the right retina and multifocal exudative retinal detachment that 

commonly appear as initial manifestation in VKH. There are some similarities 

between the features of VKH disease and CSCR. Several case reports have been 
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compared it as differential diagnose. Both of them are caused by disorder of choroid 

and RPE, and they also share some common clinical manifestation of exudative 

retinal detachment. However, VKH is inflammatory disease while CSCR occurs 

due to vascular compromise in choroid. Both of disease presents sub retinal fluid in 

OCT feature, but only in VKH, features of RPE fold, Internal limiting membrane 

(ILM) fluctuation, and sub retinal septa were seen while in CSCR, pigmentary 

epithelial detachment (PED) was more common. In this case, the patient came with 

hazy vitreous in the right eye as the sign of inflammation.5,8 

     

 

 

 

 

 

 
Figure 3.1. Imaging finding on VKH disease, (a) Fluorescein angiogram showing multifocal 

leakage points (b) Spectral-domain optical coherence tomogram showing a 
membranous structure (red arrow) separating the cystoid space from the exudative fluid, 
hyperreflective points (red star) in the cystoid space, and RPE folds (black arrow) 

 
     OCT is helpful resource that can be used to diagnose and to monitor the 

resolution of exudative retinal detachment, especially in the acute phase which 

sometime cannot be demonstrated by funduscopic examination. Features of 

spectrum domain (SD) OCT for the diagnosed of VKH disease has been reported 

by Liu et al.  From his study, it showed that SD-OCT morphological sign have high 

predictive value for the diagnosed of acute VKH. The most common OCT features 

of VKH disease were hyperreflective dots (88%), sub retinal membranous 

structures (80%), retinal detachment higher than 450 mm (79%), and RPE folds 

(55%) as it shows on figure 3.1.  In this study, we didn’t find any sub retinal 

membrane structure and hyperreflective dots, as well as the retinal detachment was 

less than 450 µm.9 

     VKH is uncommon multisystem inflammatory disease characterized by 

panuveitis, and associated with neurologic and cutaneous manifestation including 
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headache, hearing loss, vitiligo and poliosis. It is frequently in individual with 

pigmented skin such as Asians, Middle Easterners, Hispanics and Native American. 

Most studies have found that women were affected more frequently than men, and 

most patient were in the second to fifth decade of life. To diagnose VKH, there 

were criteria that have been filled based on revised American uveitis society (AUS) 

by International Committee in 2011 (figure 3.2).3,6  

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Figure 3.2. Revised diagnostic criteria of VKH disease proposed by International Nomenclature 
Committee 2011. 

 
     In this patient, we presumed it as VKH disease, because it doesn’t fill criteria 

even for probable VKH disease. We didn’t find bilateral ocular involvement, and 

there was no cutaneous and neurologic manifestation, but the characteristic of OCT 

finding showed multifocal exudative retinal detachment that commonly appear as 

initial stage of the disease. It has been reported that about 30% VKH disease 

occurred as unilateral ocular manifestation before it affected the second eye in 2-3 

weeks later. Neves et al reported a case of 20 years old female with unilateral ocular 

manifestation with clinical and angiography feature were typically to VKH disease. 
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it also has been reported by previous study such as Agrawal et al whose reported 

two cases, Usui et al reported three cases, and also forster et al reported a 7-year-

old child with unilateral VKH disease.10,11 

     There are four phases in VKH disease. Prodromal phase is the first phase that 

mimics a viral infection. Patient may present fever, headache, nausea, vertigo, 

orbital pain, photophobia, tinnitus, and neurologic symptoms. Within 3 to 5 days of 

the prodromal stage, patient may experience acute blurring of vision in both eye in 

up to 70% of patient.  

 

 

 

 

 

 

 
Figure 3.3. Clinical appearance of phases in VKH disease (a) mutton fat keratic precipitates in acute 

uveitis phase (b) sunset glow fundus in convalescent phase.  
 

This phase is known as acute uveitis phase. It is characterized by bilateral posterior 

uveitis that will lasts for several weeks. Sign of posterior uveitis start with 

thickening of posterior choroid, hyperemia and edema of the optic disk and retina. 

Later, choroidal inflammation becomes multifocal and is associated with alteration 

of RPE. When the RPE breaks down, multiple exudative retinal detachments will 

develop as one of characteristic clinical image of harada’s form disease. Intraocular 

inflammation becomes diffuse and anterior segment will be affected. In this case, 

patient came with blurred vision and experienced of posterior uveitis in the right 

eye. The patient didn’t recognize for any viral infection symptom for the lasts 

several months. We presumed it as acute stage of VKH disease with no clinical 

finding of infection and vascular disease. This patient also didn’t show any 

depigmentation sign in eyes, skin or hair.4,12  

     The uveal depigmentation usually occurs several weeks after acute uveitis phase 
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and known as convalescent phase. It characterized by perilimbal vitiligo, and 

cutaneous depigmentation that involve face, eyelid and trunks. After two-three 

month later, choroidal depigmentation will develop and will be observed as an 

orange red discoloration as known as sunset glow fundus (figure 3.4). In recurrent 

phase or the last phase, there will be smoldering of panuveitis and it characterized 

by anterior granulomatous uveitis with mutton fat keratic precipitates and stroma 

iris nodule.5,6 

     High dose systemic corticosteroid is still the mainstay treatment of VKH 

disease. It administered either orally or through a short course of intravenous 

delivery and followed by slow tapering of oral corticosteroid throughout a 

minimum 6-months period known as pulsetherapy. Timing of initial therapy, 

dosing, and duration of corticosteroid are the key factors in reducing the chance of 

recurrences. In this patient, we gave 48 mg methylprednisolone orally one a day as 

early as we found multiple exudative retinal detachment on OCT feature that 

suspected to be VKH disease. We didn’t give topical corticosteroid and cyclopegics 

, because there was no clinical finding of iridocyclitis. Patient suggested better 

vision of UCVA 1.0 logmar with initial vision of 3/60 after one month therapy. A 

case report by Dhami et al showed complete resolution of visual acuity, after one 

month of high-dose corticosteroid therapy.  It has been reported that the route of 

initial administration didn’t influence the outcome of visual acuity. However, more 

recent studies reported that an aggressive corticosteroid or pulsetherapy showed 

faster resolution of clinical inflammatory sign. Kawaguchi et al study showed that 

doses as high as 0,75 mg/kg per day was necessary during the first 4 months of 

treatment, and it was similar with others studies that have pointed out of that the 

minimum treatment period is 6 months. In this patient, the close monitoring of high 

doses of corticosteroid was continued and perhaps will continue at least for 4-

months initials treatment.3,4,13 

     The prognosis of VKH disease usually considered good with 60% patient having 

visual acuity better than 20/40.  Several evidences point to more serious illness that 

evolve toward chronicity. Comprehensive approach of inflammation is not only 

based of characterization of inflammatory in vitreous, but also a better identification 
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in the advanced choroidal imaging. The visual outcome in VKH disease has 

improved considerably with the use of high-dose corticosteroid, 

immunosuppressant and advances in management of complication such as cataract 

or glaucoma. However, some factors have been described as indicator of prognosis 

based on treatment, patient, and the disease itself. Early diagnosis with proper 

treatment may result in visual recovery.1,3,6  

      

IV. Conclusion 

     VKH disease is multisystemic autoimmune disease that causing a significant 

impact of patient life, especially considering for its frequent onset at young and 

working age. Posterior uveitis and exudative retinal detachment is one of the 

characteristic of acute uveitis phase on VKH disease, and the use of OCT as 

advanced imaging examination is important to diagnose in initial phase. Unilateral 

case of VKH disease is one of rare variant in this disorder. This possibility appears 

in early stage, and several of them are delayed form of bilateral ocular 

manifestation. Early diagnosis in VKH disease and proper treatment in initial stage 

is important to successful the visual recovery. 
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