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Male, 55-year-old

Vogt-Koyanagi-Harada (VKH) disease

Progressive bilateral visual loss ¢ blurred vision ¢ headache ¢ neck stiffness ¢ hearing impairment e
decreased hearing

Ophthalmology

Rare disease

Vogt-Koyanagi-Harada (VKH) disease is a rare autoimmune disorder targeting melanocyte-rich tissues that of-
ten presents with bilateral ocular inflammation and multisystem involvement. Early manifestations, such as
headache and optic disc edema, can mimic other conditions, leading to diagnostic delays. Clinician awareness
is essential, particularly in high-risk populations, to ensure timely intervention.

We report the case of a 55-year-old Indian man who presented with a 20-day history of progressive bilater-
al visual loss, headache, and hearing impairment. Ophthalmologic examination revealed hand motion vision
in both eyes, anterior chamber inflammation, disc edema, and serous retinal detachments. Spectral-domain
optical coherence tomography confirmed neurosensory detachment and disc edema, whereas B-scan ultraso-
nography demonstrated pronounced choroidal thickening. Brain and orbital magnetic resonance imaging re-
vealed bilateral focal nodular choroidal lesions. Laboratory investigations excluded infectious, malignant, and
systemic inflammatory etiologies. A diagnosis of VKH disease was established based on the clinical presenta-
tion, multimodal imaging findings, and revised diagnostic criteria. The patient was treated with high-dose in-
travenous methylprednisolone followed by a prolonged oral taper; azathioprine was initiated early as a ste-
roid-sparing agent to prevent relapse.

This case underscores the importance of prompt ophthalmologic evaluation and multimodal imaging in the di-
agnosis of VKH disease. Early initiation of intensive immunosuppressive therapy may help limit inflammatory
progression and reduce long-term complications.
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Introduction

Vogt-Koyanagi-Harada (VKH) disease is a rare multisystem
autoimmune disorder that primarily affects melanocyte-rich
tissues in the eyes, ears, and skin, often resulting in bilateral
panuveitis, auditory involvement, and integumentary changes.
It predominantly affects individuals of Asian, Middle Eastern,
Hispanic, or Native American descent and has a recognized
genetic predisposition linked to the HLA-DR4, HLA-DR53, and
HLA-DQ4 alleles [1,2]. The disease typically progresses through
4 phases: a prodromal phase with flu-like or neurologic symp-
toms; an acute uveitic phase with bilateral panuveitis and se-
rous retinal detachments; a convalescent phase with vitiligo,
poliosis, and sunset glow fundus; and a chronic recurrent phase
characterized by relapsing anterior uveitis [1,2].

VKH disease is responsible for a substantial proportion of uve-
itis cases worldwide [1,2]. Diagnosis is primarily clinical and
based on revised international diagnostic criteria that incor-
porate ocular, neurologic, auditory, and integumentary find-
ings. Early treatment involving high-dose systemic corticoste-
roids, often combined with immunomodulatory therapy, is the
cornerstone of management to reduce chronic recurrence and
prevent visual complications [3-5].

Despite its characteristic clinical course, early diagnosis can
be challenging. Initial symptoms such as headache, neck stiff-
ness, and optic disc edema often mimic other neurologic or
ophthalmic conditions (eg, optic neuritis, idiopathic intracra-
nial hypertension, and brain tumors), contributing to a report-
ed misdiagnosis rate of approximately 9% [3,4]. Accurate and
timely diagnosis relies on careful ophthalmologic evaluation,
multimodal imaging (including optical coherence tomogra-
phy and B-scan ultrasonography), and systemic assessment
to exclude alternative causes. Early recognition and aggres-
sive immunosuppressive therapy are essential to prevent dis-
ease progression [1,5,6].

In this report, we describe a 55-year-old Indian man who pre-
sented with rapidly progressive bilateral visual loss, headache,
auditory symptoms, and ocular inflammation consistent with
VKH disease. This case highlights the importance of prompt
ophthalmologic evaluation and comprehensive systemic as-
sessment in patients with suspected VKH disease.

Case Report

A 55-year-old Indian man with no significant medical history
presented to the emergency department reporting 20 days of
blurred vision in both eyes, accompanied by persistent head-
ache, neck stiffness, and decreased hearing. The visual de-
cline was gradual and progressive. The patient denied systemic
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symptoms such as fever, nausea, vomiting, or photophobia;
there was no history of recent infection, ocular trauma, or ini-
tiation of new medications. He was admitted to the Internal
Medicine Department for further investigation and manage-
ment, including evaluation of possible intracranial hyperten-
sion or pseudotumor cerebri.

Upon initial presentation, ophthalmologic examination re-
vealed hand motion visual acuity in both eyes and an intra-
ocular pressure of 9 mm Hg bilaterally. Anterior segment eval-
uation demonstrated nonpigmented keratic precipitates, iris
congestion with loss of the normal iris pattern, Koeppe nod-
ules, sluggish pupillary reactions, and 2+ cells and flare in the
anterior chamber of both eyes. Spectral-domain optical coher-
ence tomography (Figure 1) showed multiple subretinal flu-
id compartments with fibrin-like septa and optic disc edema
in both eyes. Fundus examination revealed 2+ vitreous haze,
hyperemic optic disc edema, and serous retinal detachment
in both eyes (Figure 2). B-scan ultrasonography demonstrat-
ed pronounced choroidal thickening, serous retinal detach-
ment, and vitreous opacities. Indocyanine green angiography
was not available at our facility.

On the day of presentation (hospital day 1), the patient under-
went a comprehensive evaluation. Laboratory investigations
ruled out infectious, malignant, and systemic inflammatory
causes. Multidisciplinary consultations were obtained from
the neurology, immunology, and otolaryngology services. HLA
typing and genetic testing were not performed due to limited
availability at our institution.

On hospital day 2, brain and orbital magnetic resonance im-
aging revealed bilateral focal nodular choroidal lesions, fur-
ther supporting the diagnosis of VKH disease (Figure 3). The
patient continued to experience persistent blurred vision and
conjunctival hyperemia, prompting close monitoring.

Following the diagnosis, the patient received high-dose in-
travenous methylprednisolone (1 g/day for 3 days), followed
by a slow oral steroid taper. Azathioprine was initiated early
as a steroid-sparing immunomodulatory therapy. Topical 1%
prednisolone acetate and 1% atropine sulfate eye drops were
also administered.

After initiation of systemic corticosteroid therapy, ocular in-
flammation appeared to stabilize; however, visual recovery re-
mained limited. Hand motion visual acuity was documented in
both eyes at the last local follow-up visit. The patient subse-
quently requested a medical report to continue treatment in
India, and no further follow-up data were available.
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Figure 1. Spectral-domain optical coherence tomography of both eyes demonstrating multilobulated serous retinal detachments with
subretinal fluid septations and optic disc edema, consistent with acute Vogt-Koyanagi-Harada disease.
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Figure 2. Color fundus photographs of both eyes demonstrating optic disc hyperemia, diffuse retinal elevation, and loss of the foveal
contour associated with serous retinal detachment in acute Vogt-Koyanagi-Harada disease.
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Figure 3. Magnetic resonance imaging of the brain and orbits
demonstrating bilateral focal nodular choroidal lesions
(arrows), supporting the presence of active choroidal
inflammation in Vogt-Koyanagi-Harada disease.

Discussion

This case highlights the diagnostic challenges of VKH dis-
ease when the initial presentation is dominated by neurolog-
ic symptoms (eg, headache, neck stiffness, and optic disc ede-
ma) before overt bilateral panuveitis becomes apparent. Early
ophthalmologic evaluation and multimodal imaging were es-
sential to establish the diagnosis and initiate prompt immu-
nosuppressive therapy.

Ophthalmologic evaluation demonstrated classic findings of
acute VKH disease, including bilateral granulomatous panu-
veitis, optic disc edema, vitreous haze, and serous retinal de-
tachments. Spectral-domain optical coherence tomography
confirmed multilobulated neurosensory retinal detachments,
whereas B-scan ultrasonography demonstrated diffuse choroi-
dal thickening. Although indocyanine green angiography was
unavailable, the combination of multimodal imaging findings
and the characteristic clinical presentation strongly support-
ed the diagnosis of VKH disease.

This case illustrates the classic chronological progression of
VKH disease. The initial prodromal phase was dominated by
neurologic symptoms, followed by acute uveitis with serous
retinal detachment and choroidal thickening [1,6]. Awareness
of this temporal pattern, combined with careful ophthalmologic
and systemic evaluation, was essential for an accurate diagno-
sis. VKH disease has been reported more frequently in Asian,
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Middle Eastern, Hispanic, and Native American populations,
supporting the recognized role of genetic susceptibility [5,7,8].

Treatment was initiated with high-dose intravenous methyl-
prednisolone (1 g/day for 3 days) to rapidly control inflamma-
tion, followed by a slow, prolonged oral taper to prevent re-
lapse. Azathioprine was introduced early as a steroid-sparing
immunomodulatory agent. Topical therapy with 1% predniso-
lone acetate and 1% atropine sulfate controlled anterior seg-
ment inflammation. This regimen is consistent with current
recommendations to prevent chronic disease progression and
irreversible visual loss [1,6,9-11]. Although long-term follow-
up data for this patient were limited to the initial recovery pe-
riod, the present case is consistent with previous reports in-
dicating that early aggressive treatment is critical to prevent
irreversible structural damage.

In our patient, the prodromal and acute uveitic phases ap-
peared to substantially overlap. Although neurologic symp-
toms were the primary presenting complaint, the presence of
bilateral hand motion vision upon admission suggested rapid
transition to the acute uveitic phase.

The present case emphasizes that VKH disease should be con-
sidered in patients who present with bilateral ocular inflam-
mation accompanied by neurologic or auditory symptoms
[6,12,13]. Limitations include the unavailability of indocyanine
green angiography, HLA typing, and cerebrospinal fluid analy-
sis, which could have further clarified central nervous system
involvement and genetic predisposition. Long-term follow-up
data were not available, preventing evaluation of recurrence
risk and sustained visual recovery.

Despite these limitations, our case demonstrates the educa-
tional and clinical value of early recognition of VKH disease,
particularly in genetically predisposed populations; it under-
scores the importance of integrating detailed ophthalmolog-
ic examination, multimodal imaging, systemic evaluation, and
multidisciplinary management.

Differential diagnoses included idiopathic intracranial hyperten-
sion, optic neuritis, sympathetic ophthalmia, sarcoidosis, and
infectious uveitis. However, the presence of bilateral granulo-
matous panuveitis, serous retinal detachments, diffuse choroi-
dal thickening, and associated neurologic and auditory mani-
festations supported a diagnosis of VKH disease based on the
revised diagnostic criteria [14].

Conclusions

This case highlights the rapid progression of VKH disease
from early ocular inflammation to multisystem involvement,
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including auditory and neurologic manifestations. The initial
diagnostic ambiguity underscores the challenge of early de-
tection when optic disc edema and headache precede overt
panuveitis. Early recognition and prompt initiation of system-
ic immunosuppressive therapy remain essential to control in-
flammation and reduce the risk of irreversible ocular com-
plications. We emphasize the need for rapid ophthalmologic
assessment, multidisciplinary collaboration, and awareness of
high-risk populations to improve clinical outcomes.
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