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Case of probable Vogt-Koyanagi-
Harada syndrome: A rare presentation

Kervi N Mehta, Sachin Daigavane
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Vogt-Koyanagi-Harada (VKH) syndrome is a multisystemic
autoimmune disease. It is a non-necrotizing diffuse
granulomatous uveitis disease, commonly affecting various
organs such as eyes, central nervous system, inner ear, and
skin.['? It is characterized by ocular signs such as panuveitis,
serous or exudative retinal detachment, “sunset glow
fundus” with optic disk hyperemia, neurologic signs like
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tinnitus, headache, meningitis, and cranial nerve palsies, and
dermatologic signs like alopecia, vitiligo, and poliosis.

A 32-year-old female came to the ophthalmology outpatient
department (OPD) with the chief complaints of diminution
of vision in right eye in the last 6 months, which was
gradual in onset, progressive, and painless in nature and
was associated with headache on and off. She gave history
of redness in the past. Treatment was taken for the same;
however, documentation was not available. She did not give
any history of joint pain, immunodeficiency disorder such as
acquired immune deficiency syndrome, tuberculosis, syphilis,
malignancy, or vascular diseases. She also denied any history
of eye trauma and ocular surgery in the past. There was no
history of depigmentation of skin or hair, poliosis, weakness
of limbs, backpain, or tinnitus.

On ocular examination, her best corrected visual
acuity (BCVA) in the right eye was counting finger close to
face with projection of rays accurate in all four quadrants and
6/36 in the left eye. On slit-lamp examination of the anterior
segment, there was no evidence of conjunctival congestion
or circumcorneal congestion [Fig. 1]. There was presence of
multiple old mutton fat keratic precipitates bilaterally with
no anterior chamber cells and depth. However, there was loss

This is an open access journal, and articles are distributed under the terms of
the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License,
which allows others to remix, tweak, and build upon the work non-commerecially,
as long as appropriate credit is given and the new creations are licensed under
the identical terms.

For reprints contact: WKHLRPMedknow_reprints @ wolterskluwer.com

Cite this article as: Mehta KN, Daigavane S. Case of probable Vogt—
Koyanagi—Harada syndrome: A rare presentation. Indian J Ophthalmol
2022;70:2684-6.




July 2022

Photo Essay 2685

REL

Figure 1: Clinical photograph of the patient

Figure 3: Slit lamp photograph of the patient

of iris color and pattern, with irregular pupil of size 2-3 mm
with dense annular posterior synechiae suggestive of seclusio
pupillae. Both eyes had complicated cataract [Fig. 2]. The
intraocular pressure was 14 and 16 mmHg in the right and left
eye, respectively. B-scan ultrasonography showed no evidence
of exudative retinal detachment or choroidal thickening.

Patient underwent cataract extraction by phacoemulsification
with hydrophilic posterior chamber intraocular lens
implantation in the right eye. Fundus examination was done
postoperatively, which showed depigmentation with bright
red-orange choroid and pale disk suggestive of sunset glow
fundus [Fig. 3]. On ENT referral, audiometry showed normal
results. Complete blood count including white blood cells
count, erythrocyte sedimentation rate, and C-reactive protein
showed no abnormality.

Figure 2: Fundus photograph showing typical sunset glow

Discussion

VKH is a multisystem autoimmune disorder, and the diagnosis
is made clinically by the presence of ocular signs and the
absence of ocular trauma or surgery.®! The most commonly
used criteria for diagnosing it are the international revised
criteria of VKH which includes complete VKH, incomplete
VKH, and probable VKH.

The First International Workshop on VKH syndrome had
revised the diagnostic criteria as follows — complete VKH is
defined as bilateral involvement with neurologic or auditory
findings and integumentary findings; incomplete VKH is
defined as bilateral involvement with neurologic or auditory
findings or integumentary findings; and probable VKH is
defined as bilateral ocular involvement only.

The VKH syndrome is divided into four stages clinically,
which are as follows:

1. Prodromal stage which includes symptoms like fever,
headache, myalgia, and vertigo lasting for a few days.

2. Uveitic stage involving one eye and the second eye a few
days later. Symptoms like blurred vision, scotoma, and
photophobia are present. Most common presentation is
serous retinal detachment.

3. Chronic (convalescent) stage, which is characterized by the
presence of vitiligo and hair loss. This stage lasts for several
months and is characterized by sunset glow fundus.

4. Chronic recurrent stage is characterized by episodic
exacerbations of anterior uveitis associated with glaucoma,
posterior synechiae, or posterior subcapsular cataract.

The American Uveitis Society (AUS)" diagnostic criteria for
VKH syndrome include the following:
1. No history of ocular trauma or ocular surgery in the past and
2. Presence of at least three out of the following four findings:
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e Bilateral chronic uveitis;

e Posterior uveitis with retinal detachment, disk edema,
and sunset glow fundus;

e Neurologic signs like central nervous system disorder,
tinnitus, neck stiffness, and headache; and

¢ Dermatologic signs like alopecia, poliosis, or vitiligo.

The patient was diagnosed as a case of probable VKH
syndrome as there was only ocular involvement with no
dermatologic or neurologic involvement. After making correct
diagnosis and tailored management, our patient showed a
BCVA of 6/12 in the right eye postoperatively. Complete VKH
syndrome with integumentary findings is commonly seen
and managed, whereas probable VKH syndrome is rarely
diagnosed. Therefore, we want to report this particular case.
Its prevalence in developing countries like India® is 1.4%-3.5%,
and the etiology of this subtype is not studied in detail, while
some consider it to have a genetic inheritance.

As the patient complained of headache associated with
blurring of vision, timely diagnosis of probable VKH syndrome
and its treatment was important in providing symptomatic
therapy and achieving BCVA, as the patient’s age was less. Our
treatment primarily focused on providing vision to the patient
and to further prevent sight-threatening complications like
exudative retinal detachment, for which we kept the patient
on strict follow-ups.

There was no clinical evidence of any ocular injury or
immune recovery uveitis in our patient in the past.[*” But our
timely diagnosis and prompt treatment helped in shortening
of duration of this disease.

We monitored the patient’s intraocular pressure at each
follow-up visit, as secondary glaucoma is a well-known
complication of this disease. 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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