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ABSTRACT

Keywords:
Vogt-Koyanagi-Harada Vogt-Koyanagi-Harada (VKH) syndrome is an inflammatory condition of unknown etiology that can affect
syndrome; Uveitis; Retinal the eye. The most common ocular manifestation related to VKH is bilateral diffuse uveitis associated to
detachment; Steroids; Pulse exudative retinal detachment. Although these patients respond well to steroid pulse therapy, we report
therapy, drug a case of a 44-year-old female patient presenting bilateral exudative retinal detachment and clinical

diagnosis of VKH, who did not respond to the first cycle of 3-day pulse therapy with methylprednisolone.

Descritores: The exudation was reabsorbed only after a second cycle of steroid therapy.

Doenca de Vogt-Koyanagi-
Harada; Uveite; Descolamento

da retina; Esteroides; RESUMO

Pulsoterapia A doenca de Vogt-Koyanagi-Harada é inflamatéria e de etiologia desconhecida, podendo afetar o olho.

A manifestacdo ocular mais comum relacionada a doenca de Vogt-Koyanagi-Harada ¢é a uveite difusa
Received on: bilateral associada ao descolamento exsudativo da retina. Embora esses pacientes respondam bem a
Aug 8, 2020 pulsoterapia com esteroides, relatamos um caso de paciente de 44 anos que apresentou descolamento
exsudativo bilateral da retina com diagndstico clinico de doenca de Vogt-Koyanagi-Harada que nao
respondeu ao primeiro ciclo de pulsoterapia de 3 dias com metilprednisolona. A exsudacdo apenas
reabsorveu apds uma segunda rodada de terapia com esteroides.
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INTRODUCTION

Vogt-Koyanagi-Harada (VKH) syndrome (uveomeningo-
encephalitic syndrome) is a rare autoimmune, multisys-
temic disease that involves melanin-containing tissues. It
is characterized by bilateral, chronic panuveitis, associat-
ed with variable manifestations of neurological, auditory,
and skin involvement.®

It occurs mainly in females and young adults (second
to fourth decade), although it can affect from childhood
to adulthood (10 to 50 years), with a peak in frequency in
the third decade.®

The development of VKH disease has not been com-
pletely understood yet, but apparently it is triggered by an
environmental exposure in a person with a genetic pre-
disposition to the disease. Additional research in thisarea
is needed to understand the complex interplay between
genetics, environment, and the immune response in VKH
patients.®

The most common ocular symptom is bilateral blurred
vision, and other findings include eye pain, photophobia,
conjunctival hyperemia, reduced visual acuity and even
total vision loss.®* Ocular changes are characterized by bi-
lateral posterior uveitis with retinal edema, hyperemia, or
edema of the optic disc and retinal detachment. 2%

The use of ever-evolving imaging technology has al-
lowed better visualization and understanding of the un-
derlying disease process in eyes with VKH. Fluorescein
angiography (FA) is one of the oldest and most widely
used imaging modalities for this disease. However, with
the advent of the high-resolution imaging provided by
optical coherence tomography (OCT), subretinal fluid
and serous detachments in eyes with acute VKH are eas-
ily identified.® In addition to visualization of exudative
retinal detachment, it also allows visualizing folds in the
retinal pigment epithelium (RPE), and increased choroi-
dal thickness, which are commonly observed in the acute
phase of disease.”

The clinical course of the disease is variable, from a
limited period of intraocular inflammation with rapid de-
pigmentation to a chronic, prolonged, and recurrent dis-
ease, requiring treatment with high-dose steroid therapy
and with a poor visual prognosis, if not timely treated. 2

CASE REPORT

A 44-year-old female patient was admitted to the emer-
gency department of Fundagdo Altino Ventura, in Recife
(PE), Brazil, with the chief complaint of sudden vision loss
in the right eye (OD). She denied comorbidities or other
systemic symptoms. The ophthalmological examination
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revealed a slightly reduced pupillary light reflex in OD,
with no relative afferent pupillary defect. The best-cor-
rected visual acuity (BCVA) in OD was 20/150 and in the
left eye (OS) was 20/30. The intraocular pressure (IOP) was
12 mmHg (OD) and 15 mmHg (OS). The slit-lamp exam-
ination of the anterior segment was normal with no signs
of active or past uveitis. Fundus examination revealed a
hyperemic optic disc and a white-yellowish retinal de-
tachment affecting the macula and extending to the su-
perior temporal arcade. No alterations were identified in
OS. The patient was asked to return the following day to
be examined by a retina/uveitis specialist.

The patient returned one day later complaining of vi-
sion loss in OS. The BCVA on day 2 was 20/150 in OD and
20/80 in OS. The fundus examination of OD was main-
tained; however, OS presented similar findings (Figures
1A and 1B). Ancillary exams for infectious diseases in-
cluding serologies for syphilis (FTA-Abs and VDRL), HIV,
tuberculosis and toxoplasmosis, chest X-ray and Mantoux
test were ordered, as well as fundus imaging. The OCT
(RTVue-100 SD-OCT, Optovue Inc., Fremont, CA) revealed
exudative retinal detachment in both eyes (OU) (Figures
2A and 2B). Fluorescein angiography (FA) showed a hy-
perfluorescent optic disc and presence of diffuse hyper-
fluorescent pinpoints (Figures 2C and 2D).

Figure 1. Color fundus images of the right eye (A) and left eye
(B) in the initial assessment at the retina/uveitis department.

On day 3, the patient presented a worsening of the
BCVA of counting fingers at 30 cm in OU. The serology
results for syphilis, HIV, toxoplasmosis, and tuberculosis
were negative. The clinical diagnosis of VKH was made
and the patient was submitted to pulse therapy with
methylprednisolone 1 g/day for 3 days.

After completing pulse therapy, the patient returned
to the follow-up visit complaining of a worsening of the vi-
sion in OU, headache, and a tickling sensation in her ears.
The ophthalmological examination revealed a BCVA of
hand movement in OU. Funduscopy, FA, and OCT exams
showed worsening of the exudative retinal detachment
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Figure 2. Macular optical coherence tomography images of
the right eye (A) and left eye (B) upon initial examination, and
FA images of both eyes, respectively (C, D). (B) Upon initial
examination and FA images of both eyes, respectively (C, D).

extending to the mid periphery in OU. The decision was
to try a second cycle of pulse therapy with methylprednis-
olone 1 g/day.

After completing the second cycle of pulse thera-
py, 14 days after her initial admission to the emergency
room, the patient presented significant improvement.
Her BCVA in OU was 20/60 and fundus examination in
OU showed diffuse pigmentary mottling of the RPE and
improvement in exudative retinal detachment (Figures
3A and 3B). Oral prednisone initially prescribed at a
dose of 1 mg/kg/day after the two pulse therapies was
tapered weekly.

This case report was approved by the Institutional
Review Board of Ethics in Research at the Altino Ventura
Foundation (FAV) - Protocol number: 4.183.069

Figure 3. Macular optical coherence tomography images of
the right eye (A) and left eye (B) upon initial examination.
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DISCUSSION

Vogt-Koyanagi-Harada syndrome, a multisystemic in-
flammatory condition, requires prompt treatment
initiation to minimize secondary complications and
vision loss.® The treatment of VKH most commonly in-
volves corticosteroids in the acute phase of the disease.
Immunomodulatory therapy may be initiated for patients
with incomplete response to corticosteroids alone, or in
cases that require unacceptably high dose of corticoste-
roids to be controlled. For such cases, different types of
medications and classes of immunomodulatory therapy
have been used, including classic antimetabolites, such
as T-cell inhibitors and biologic agents, both requiring
careful pretreatment evaluation and close monitoring
while on use."

The patient described presented typical signs of VKH
and after ruling out other infectious diseases, such as
HIV, syphilis and tuberculosis, corticosteroid pulse ther-
apy was initiated. Nevertheless, the patient presented re-
sistance to treatment and progressed with worsening of
VA and retinal detachment in both eyes. Glucocorticoid
resistance can be defined as absence of inflammatory im-
provement, persistence or worsening of inflammation,
as described by standardization of uveitis nomenclature
and/or persistence of retinal detachment, and was iden-
tified in this case.t

However, it is important to note that, in Brazil, it is
exceedingly difficult to have a group of patients with ho-
mogeneous racial characteristics due to miscegenation.
Hence, itis quite difficult for patients to meet all diagnostic
criteria, contrary to what is observed in the Japanese evalu-
ations. This fact has been well explained in the literature.™

Since up to one third of VKH patients present no re-
sponse to initial steroid pulse therapy, studies are cur-
rently trying to understand why some patients with VKH
are resistant to treatment with pulse therapy, and require
another cycle of pulse therapy or immunosuppressive
therapy.® The role of glucocorticoid receptor in peripher-
al blood as a biomarker of resistance could be a clinical
predictive factor of non-responsiveness of these patients
to pulse therapy, and has already been investigated.®

The continuous search to understand non-respon-
siveness of some patients to glucocorticoid therapy is
necessary to better manage these patients, since time is
an important factor to preserve vision in these cases.

In our case report, the patient responded well to the
second pulse therapy cycle, 14 days after the initial assess-
ment, and immunomodulatory therapy was not required.
However, it is important to note that 25% to 50% of VKH
patients present recurrence of the disease.**) Thus, slow
tapering of the oral steroid and close monitoring of the
patient is needed.
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