CASE REPORT

Vogt, Koyanagi, Harada (VKH) Syndrome

' N Shah
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A case of Vogt, Koyanagi, Harada (VK1) syndrome is reported. A thirty six
year old, housewife presented with diminished vision and headache for three
months, She was found to have bilateral panuyveitis with exudative relinal
detachment, reducing her vision to light perception in each eye. She was
treated with systemic and topical corticoslercoids. Her retinal detachment
resolved completely with restoration of vision to 6/9 in each eye,

INTRODUCTION

Alfred Vogt described a condition of
chronic bilateral uveilis with premature
whitening of hair and eye lashes, in 1906.
Yoshizo Koyanagi in 1929 described exudative
retinal detachment associated with vitiligo,
alopecia, deafness and tinitus. Enoshuke
ITarada in 1926 separately described exudative
retinal detachment associated with hilateral
exudative uveitis and cerebrospinal {luid (CSF)
pleocytosis.

It was nearly two decades later when
Bruno and Mc Pherson in 1949 suggested that
the clinical conditions described by Vogt,
Kovanagi and Harada were basically the
manifestations of the same syndrome complex
and should be called as Vogt, Koyanagi,
Harada Syndreme.! We report a case of Vogt,
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Koyanagi, Harada (VKH) syndrome for th.e.
first time from Nepal. 1

CASE REPORT

A 36 years Hindu househwife fron
Dolkha district presented at Tribhuva
University, Teaching Hospital on 10th §
August 1989 with history of ocular pai
redness and progressive diminution of vision®
both eyes for last three months, more marky
for the last two wecks. She had headache i
three months and also complained of naug
with occasional vomiting and giddiness. T
patient was not a known diabetic @

hypertensive. There was no history of skinf
hair depigmentation. She had not missed]}f
periods. There was no history of ocular trauls
or surgery. The patient had resorted}
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frequent snalg
headache. She receiving
cortivosteroid and atropine since

wag topical
two weexks

before presentation:.

On examination the patient was able to
perceive Hght with either eye and had faulty
projection of hght in either eye. 1er intraccular
pressure was & mm of Hg by applanation m
both eves.
aresent in both eyes. Cornea appeared normanl
except for multiple fine to medium sized keratic
orecipalates bilaterally, there were flare + 4
and ¢ells + + in anterior chamber of both eyes.
Ins was normal In colour and paitern and
pupils were dilated and ron-responsive to light
ratropinised). Lenses were elear hijaterally and
vitreous of both eyes showed cells ~++, more sa
posteriorly.

Circumeorneal congestion was

Fundus examination of the patisnt
revealed hypevaemic, edematous di with
alurred margins bilaterally, Retinal veins were
alated. There was tolal retinal detachment
with lavge bullae inferiorly in both eyes (Figure
11
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Figure 1

Fundus ont presentation

_ Systemic examination did not show any
“Viderice of generalised or localised edermn.
fllf‘i'('.\\'as no evidence of alopecia. vitiligo or
“osis. She was normotensive with blood
of 1180 mm Hg. Her
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hemoglebin was 13 G%. Teial and aifferential
white blond cells counts were within normal
limits.  Erythroevte sedimentation rute was
raized to 70 mm in the first hour, Rieumatoid
factor and LE cells in the blood were negative,
HSerum proteins were found to be 5.5 G/ litre

and serum caleium 2.2 m. eguivalent/itre.
Fluorescent Treponema antiboay
(FTAT) was negative.  Cerebrospinal {n
examination showed total cell count of 36 cells
ner cubic millimeter with 10% polymorphs and
a0% lymphocytes, protein of 1.8 (& litre and
chioride 120 m equivalent/itre. Her chest and
skall ®-

found to have neurosensory hearing loss on

4

agsorption

v owere within normal Hmits, She was

andiogram.

Fluorescein fundal angiography of the patient
showed subretinal pooling of the dye and

leakage from the dise (Fig. 21

Figurc2a & b

Flourescein Angiography

Vogt, Koyanag, Harada syndrome was
diagnosed because of presence of bilaleral
panuveitis with exudative retinal detachment
in a woman of oriental stock.

The started on tab.
prednisolone 90 my. orally alternate days on
T4th of August 1989, In addition, topical
corticosteroid and atropine were continued.
prednisclone was inercased to 120 mg every
other day on 18/8/1889, in view of non-

patient was
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improvement.

On 26/8/1989 the patient was able to
counit fingers close to her face with either eye
and retinal detachment, appeared shallower in
both eyes.

On 31/8/1989 she was able to count
fingers at 1 meter with right eye and at 1.5
metres with the left. Her intraocular pressure
wias 14 mm Hg in either eye. Anterior
chamber showed flare but no cells, in both eyes.
Retinal detachment had settled further leaving
behind a shallow detachment inferjorly in both
eyes. She was free from headache,

The patient was allowed home on
31/8/1989 on prednisolone 120 mg alternate
days, topical betamethasone 2 hrly and topical
atrepine 1% thrice daily. She failed to turn up
for an early follow-up as advised and
discontinued treatment a week after discharge
from hospital.

doo

Fipure 3
Frnelus on 13, 12, 89

She
13/12/1989 with visual acuity of 6/12 I’ in either
eye. There was circum cornen] congestion in

presented for follow up on

both eyes.  Cornea was normal except for
mutton fat keratic precipitates bilaterally.
Anterior chamber showed flare ++ and cells ++
bilaterally. There was posterior synechia in left
eye and vitreous had plenty of cells bilateral ly.
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Fundus examination revealed mild dise
pallor, normal vessels with multipl,
pigmentary mottling in both eyes (Figure 3),
Fluorescein angiography repeated 3 month
after the first one revealed multiple pigmen
epithelial changes in the form of winday
defects in both eyes (Fig. 4).

Figure 4

Flourescein angiography after 3 months

Following readmission to the hospita]};
she was put on tah. prednisolone 100 mg every.
alternate day. In addition topiea].
betamethasone 2 hourly and atropine 1% thrjcef
daily were also started for both eyes.

While still in the hospital her visiogs
dropped to 6/18 in either eyeund fundoscopy’
revealed shallow detachment of retina in botlf
eyes. Prednisolone was increased to 120 mg
every alternate day. After two intakes nf
increased dose of prednisolone her vision wal §
noted to be 6/9 P OD and 6/12 P 0OS. Anterit?;__ .
chamber reaction was less intense and keratllf ;
precipitates appeared flaitening. Prednisolont.
was tapered to 100 mg alternate days. Oﬂ
28/12/1989 Kps were absent in both eyes aﬂﬁ ]
there was minjmal flare and na cells in anteﬁ@; :
chamber with cells one plus in vitreous of bﬂ
eyes. Fundus examination showed mildly P?]
discs with multiple pigmentary changes. Tif
patient was discharged on 31/12/1989 Wif_h
tapering doses of systemic and topical sterﬂidﬁf ;
Her vision at the time of discharge was 6f9§ _
each eye, i
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DISCUSSION

Vogt Koyanagi Harada (VKH)
syndrome is more commonly seen in yellow
oriental Taces between 30 10 50 years of age.
There 18 bilateral chronic uveitis
simultaneously. Where Harada's disease is
predominant, the onset is usually sudden with
serious progressive diminution of vision. In
sypical cases there is exudative retinitis first

with vitreous opacities and exudative
iridocyclitis  with gecasional retinal
haemorrhages. Retinal detachment foliows

exudative retinitis leading to profound vigual
loss.?  Disc may be hyperaemic and
accasionally edematous.?

Meningeal involvement is manifested by
headache, nausea vomiting, increased CSF
pressure and pleocystosis of CSF .2

Alopecia areata and poliosis are seen in
909 of the cases and vitiligo and temporary
deafness in about 50% of the cases. Skin and
hair changes start 3 weeks to 3 months after the
onset of ocular symptoms. Hair become
norme! in 5 to 8 months in many cases. Vitiligo
and deafness develop with ocular symptoms or
soon after and last for 4 to 6 weeks.? There may
be nerve deafness of both high and low
frequency on audiogram.*

In about 30% of the cases there is
complete visual recovery following resalution
of the disease *Uveitis
detachment settles leaving irregular
plgmentary changes in the fundus. Yellowish
subretinal nodules, Dalen fuchs nodules are hall
mark of V. K. H. Sympathetic ophthalhmitis and
sometimes white strands of scar tissue ave left
in choroid.

subsides, retinal

Permanent visual loss may vesult due to
plastic iridocydlitis, secondary glaucoma due 10
oeclusio or secclusio pupilae, and phthisis
bulbi? Secondary cataract may also develop.
Following eriteria for diagnosis of V. K. H. have
been laid dewn by American Uveltis Saciety ¥

L The patient should have no past history
ol geilar trauma or surgery.

123

2. One finding from at least three of the
following groups of signs should be present.

& Bilateral chronic iridocyclitis.

b. Posterior uveitis including exudative
vetinal detachment, forme fruste of
exudative retinal detachment (disc
hyperaemia or edem, subretinal
macular edema) and ‘sunset glow'
fundus.

¢. Neurological signs of tinitus, neck
stiffness, cranial nerve or central
nervous system symptoms or C.S. 1.
pleocytosis.

4 Cutaneous findings such as alopecia,
poliosis or vitiligo.

In the case reported, skin and hair
changes were absent. However typical ocular
findings hearing defect and manifestations of
meningeal involvement were sufficiently
convincing to make diagnosis of VKH. In
difficult cases extraocular manifestations and
C.8.F. pleocytosis help to differentiate V.IKCH.
from sympathetic ophthalmitis, extraocular
manifestation being rare in latter.

CSF analysis 1s also helpful to
differentiate ocular changes of toxaemia of
pregnancy from V.K.H. where toxaemia of
pregnancy is attributed for headache, vomiting
and exudative retinat detachment.

Steroids remain the mainstay in the
treatment of V.X.H. Antimetabolites have been
used in resistant cases. Recurrence and
chironicity in V.K.I. syndrome are well known,
In our case too we found recurrence after the
patient discontinued therapy. Recurrence can
take place even when the steroid therapy is
being apered. Interestingly we found that our
patient developed retinal detachment despite
Leing on systemic steroids, though there was no
detachment prior to reinstitution of systemic
steroids.

The fact that she developed detachment
inspite conlinued systemic and topical steroids
may be due to inadequate dose of systemic
steraids. Hence the saying 'steroids should he
used soon enough, adequate enough and long
enough to treat the case of VI H. syndrome’
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are buorne out by our ease.

A good and long follow-up in the case of
VACIL syndrome can not be ever emphasised
ag cuchh recurrence may leave some permanent
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Oral Immunization Against Typhoid Fever
in Indonesia with Ty21a Vaccine

When tested under conditions of moderate transmission of typhoid fever, a tiguid
formulation of the oral typhoid fever vaccine Ty21a had
and an enteric coated capsule formulation had an efficacy of 67% in Chile. We compared the 1w
formulations under conditions of intense transmission of typhoid fever in Indonesia in
age range 3-44 years) received either three dosey
live Ty21a reconstituted with phiosphate bui‘fcr.'; ]

randomized, double-blind wial. 20,543 subjects (
of enteric coated capsules containing placebo or

Daring 30 months of folow-up, the rate of blood-culture-positive typheid fever among
Rates of typhoid fever were 379/100,000 per year for)
subjects who received the liquid formulation of vaccine and 468/1 00,000 per year for subjects|§
The protective efficacies of the liquid and cnteric coated i
fornrulations were 53% and 42%, respectively. Neither fornlation protected against infection;
with Salmonella pararyphi A. No major side-cffects were noted, but the overall incidence of side
clfects was greater in the vaccine groups. Under conditions of intense transimission, Ty21l_3_§ i
protected against typhoid fever; however, because Ty21a will not protect all individuals, there §:3
a need for additienal approaches o prevent the discase.

comrols was 810/100,000 per year.

who received cuterie coated capsules.

a protective cfficacy of 96% in Egypl:’
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