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A case report on Probable Vogt-Koyanagi-Harada disease
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ABSTRACT 

	Abstract:Probable case of vogt-koyanagi-harada syndrome is very rare.The patient was diagnosed as a case of probable  Vogt-Koyanagi-Harada disease as there was only ocular involvement with no dermatologic or neurologic involvement.Such cases are rarely encountered in clinical practice.Here we report a three cases of probable Vogt-Koyanagi-Harada disease managed aggressively based on a thorough preoperative evaluation that led to good visual outcomes.
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1. INTRODUCTION 

Vogt–Koyanagi–Harada (VKH) disease is a bilateral granulomatous panuveitis with a multitude of systemic manifestations, including neurologic, auditory, and integumentary system affection(1). The first international workshop defined VKH as bilateral uveitis without a history of trauma or ocular surgery and classified VKH disease as (a) complete VKH with ocular, neurological, or auditory and integumentary involvement; (b) incomplete VKH with ocular and either neurological/auditory or integumentary involvement; and (c) probable VKH without extraocular manifestation. Reports of probable VKH are meagre. Complete VKH syndrome with integumentary findings is commonly seen and managed, whereas probable VKH syndrome is rarely diagnosed. Therefore, we want to report these particular cases.


Case History:
Case-1  26 year old male presented with a history of sudden decrease in vision in both eye for 1 week(LE>RE).on examination BCVA was 6/36 N18 in RE and CF 3m N36 LE.normal anterior segment and IOP.Fundus examination of both eye shows normal optic disc,multifocal serous retinal detachment in the posterior pole (Fig 1a 1b).Fundus fluorescein angiography -multiple spots of pinpoint hyperfluorescence in the early arteriovenous phase with pooling and leakage of dye in the subretinal space in the late stage of angiogram (Fig 1c 1d).optical coherence tomography shows neurosensory detachment with subretinal fluid and subretinal septae(Fig 1e 1f).The patient was diagnosed with probable VKH disease.Patient was administered IVMP 1gm daily for three consecutive days followed by oral prednisolone was given according to bodyweight in tapering dose.The patient was prescribed immunosuppressive medication to prevent the recurrence. After 6 weeks, the BCVA in both eyes was 20/20, N6. IOP was normal bilaterally. The fundus was normal bilaterally.

Case 2-67 year old female came with complaints of  blurring of vision in BE since 2 days.BCVA RE-3/60 N36 LE-6/36 N18.normal IOP and anterior segment. Fundus examination of both eye shows  normal optic disc,multifocal serous retinal detachment in the posterior pole(Fig 2a 2b). OCT – shows large serous retinal detachments with subretinal septae and RPE undulation(Fig 2c 2d).patient was treated with IVMP followed by oral steroids and immunosuppression with Azathioprine.At 2 months follow up BCVA improved to 6/6 N6.
Case 3-58 year old female came with complaints of diminution of vision in both eyes since 3 months. She also gave history of redness in both eyes in the past. On ocular examination her Visual Acuity was 6/60 in right eye and 3/60 in left eye with N36 for near vision. Anterior segment examination revealed bilateral conjunctival congestion, old mutton fat KP’s, AC cells 2+ with Koeppe’s nodules. Pupil reaction was sluggish. Fundus had a hazy media due to vitritis, hyperemic blurred disc, dilated tortuous veins with macular edema and multiple fluid pockets around arcade in both eyes. FFA showed a hot disc, multiple hyper & hypoflourescent dots, multilobular pooling and window defect. On OCT - RPE undulations, increased choroidal thickness, numerous subretinal septae, subretinal fluid, macular edema was seen.The patient was started on:Tab. Prednisolone 60mg OD ,Topical Prednisolone acetate 1% eye drops 8 times a day and Topical Homatropine eye drops twice a day. At her first follow up after 1 week, vision had improved to 6/60 in both eyes with no ocular complaints. During her follow up visits Tab. Prednisolone was slowly tapered over months ,Tab. Azathioprine was started. On follow-up at 3 months, the disc and the macular edema had resolved ,BE BCVA improved to 6/9 N6.
Fig 1a,1b (Fundus photography of BE) - normal optic disc,multifocal serous retinal detachment in the posterior pole.
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Fig 1c,1d (Fundus fluorescein angiography of BE)- pooling and leakage of dye in the subretinal space in the late stage of angiogram.
[image: ][image: ]
Fig 1e,1f (optical coherence tomography of BE) - multiple neurosensory detachment with subretinal fluid and subretinal septae.
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Fig 2a,2b (Fundus photography of BE) - shows  normal optic disc,multifocal serous retinal detachment in the posterior pole.
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Fig 2c,2d (optical coherence tomography of BE)  - large serous retinal detachments with subretinal septae and RPE undulation.
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Discussion:
VKH disease was defined as a rare granulomatous inflammatory disease that affects the pigmented structures such as eye meninges inner ear skin-hair(2). T-cell-mediated autoimmune reaction against one or more antigens found on or associated with melanocytes plays a role in the pathogenesis(3)(4).The disease manifests more commonly in the age group of 20–50 years, with a female predilection.Its prevalence in developing countries like India is 1.4%–3.5%(5) There are four specific phases of VKH – prodromal, acute uveitic, chronic uveitic, and recurrent chronic phase.  prodromal phase of the disease will describe dizziness, eye pain, photophobia, headache, meningeal signs, or fever(6).The acute uveitic phase consists of blurry vision and photophobia secondary to chorioretinal inflammation. Edema secondary to inflammation in this stage can extend to the retina, the optic nerve, or the ciliary body leading to the development of exudative retinal detachments, papillitis, and acute anatomic angle closure, respectively.The chronic phase of the disease develops subsequently. This phase represents the formation of extraocular  manifestations, including hearing manifestations, skin depigmentation, and ciliary depigmentation - commonly noted at the eyebrows, eyelashes, and scalp. Hearing manifestations include tinnitus, dysacusis, and hearing loss.(7,8,9)The recurrent chronic phase consists of symptoms of panuveitis, inflammation throughout the intraocular compartments, and subsequent vision-threatening signs such as sunset glow fundus, choroidal neovascular membranes, neovascularization of the iris, open- and closed-angle glaucoma, and subretinal fibrosis.Treatment regimens include corticosteroids (intravenous, oral,and regional),immunosuppressive agents  and immunomodulators(10).Our report showed a series of probable case of VKH. Age of presentation is between 2nd -6th decade.All three patients presented in acute uveitic phase ,most common presenting symptom was diminution of vision..out of three cases two cases presented with predominantely posterior segment involvement with serous retinal detachment.one case has a presentation of panuveitis.with no extraocular involvement..OCT  shows the classical features of VKH,multifocal neurosensory detachment with subretinal fluid,fibrous septae and RPE undulation.All three patients treated with combination of steroidal and non-steroidal immunosuppression, as first-line therapy, could prevent chronic evolution and cure the disease.


4. Conclusion

Inflammation in VKH disease is exclusively originating from the choroidal stroma and choroidal space is easily accessible to systemic therapy.early and sustained treatment right at the onset of the disease process with dual corticosteroid and non-steroidal immunosuppressive therapy can result in full “healing” in many cases preventing sunset glow fundus which results from depigmentation from chronic uncontrolled inflammation.Recurrence of the disease is also very common, so all the patients of VKH syndrome should be counseled for regular follow‑up to prevent further ocular complications.
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