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Bilateral acute depigmentation of the iris (BADI): first reported case in Brazil
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ABSTRACT

Bilateral acute depigmentation of the iris (BADI) is a recently described entity
characterized by acute onset of pigment dispersion in the anterior chamber, de-
pigmentation of the iris, and heavy pigment deposition in the anterior chamber
angle. Involvement is always bilateral, simultaneous, and symmetrical. We report
the case of a 61-year-old man who presented with bilateral ocular pain, red eyes,
and severe photophobia. Examination revealed a dense Krukenberg spindle, hea-
vy pigment dispersion in the anterior chamber, extensive transillumination iris
defects, and a heavy pigment deposition in the trabecular meshwork bilaterally.
Intraocular pressure increased to 48 mmHg in both eyes. The patient received
topical steroids, maximum hypotensive treatment and oral valacyclovir. Intraocu-
lar pressure gradually decreased throughout the second and third months, and
medications were gradually tapered. The time to complete resolution of pigment
dispersion was 18 weeks. Visual acuity and visual fields remained normal, but the
photophobia was permanent.
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RESUMO

Despigmentagdo aguda bilateral da iris (BADI) é uma nova doenca caracterizada
pela despigmentacdo aguda da iris, disperséo de pigmentos na camara anterior e
intensa deposi¢do de pigmentos no seio camerular. O acometimento é sempre bila-
teral, simultdneo e simétrico. Relatamos o caso de um paciente de 61 anos, com dor
ocular bilateral aguda, hiperemia e intensa fotofobia. Ao exame, apresentava denso
fuso de Krukenberg, importante dispersGo de pigmentos na camara anterior, extensos
defeitos a transiluminagdo iriana e densa deposicao de pigmentos no seio camerular
emambos osolhos. O paciente recebeu corticoide tépico, terapia hipotensora mdxima
evalacyclovir oral. A pressdo intraocular chegou a 48 mmHg em ambos os olhos mas
foi reduzindo gradativamente ao longo do segundo e terceiro meses, permitindo a
suspensdo gradativa da medicacao. A resolugdo completa da dispersdo pigmentar
demorou 18 semanas. A acuidade e os campos visuais permaneceram normais, mas
o paciente manteve a fotofobia.

Descritores: Doencas da fris, Doenca aguda;, Transiluminagao; Pressédo intraocular;
Gonioscopia, Epitélio pigmentado ocular; Relatos de casos; Humanos, Masculino;
Meia-idade

INTRODUCTION

Bilateral acute depigmentation of the iris (BADI) is a recently
described clinical entity™ characterized by acute onset of pigment
dispersion in the anterior chamber, depigmentation of the iris, and
heavy pigment deposition in the anterior chamber angle. Involve-
ment is always bilateral, simultaneous, and symmetrical. Clogging of
the trabecular meshwork with pigment may cause an acute rise of
intraocular pressure (IOP). Patients typically present with acute and
usually severe photophobia, red eye, and ocular discomfort or pain,
which sometimes simulates acute bilateral iridocyclitis. Cases often
occur after a flulike illness or upper respiratory tract infection, some
of them after the use of oral moxifloxacin®*. Middle-aged women are
most commonly affected.

Two clinical sub-types have been described. In the first™, pig-
ment discharge originates in the iris stroma. Patients show a geogra-
phic or diffuse depigmentation of the iris and a change in iris texture
and color without transillumination defects or pupil distortion. It
often has a benign and short course. Increase in IOP is uncommon,
and iris changes may be reversible. In the second and more severe
sub-type, described as bilateral acute iris transillumination®, pig-
ment discharge originates in the iris pigment epithelium causing

extensive and diffuse iris transillumination. Patients typically show
an atonic, mydriatic, or distorted pupil and occasional posterior sy-
nechiae. An early and severe rise in IOP is common. Both sub-types
have a self-limited course and a good prognosis. In the first sub-type,
complete resolution of pigment discharge occurs after 8 to 16 weeks.
In the second sub-type, complete resolution may take months or
more than 1 year. The etiopathogenesis is unknown, but might be
related to a viral infection.

Previous cases have been reported in Turkey®® (51 cases), Nether-
lands®” (4 cases), Belgium©®*9 (4 cases), Spain® (one case) and Fran-
ce® (one case). We describe the first reported case in the Southern
Hemisphere. Informed consent was obtained from the patient. This
case report was approved by the Ethical Committee/Investigational
Review Board of the Federal University of Minas Gerais.

CASE REPORT

A 61-year-old man presented in July 2011 with acute onset of
bilateral and simultaneous ocular pain, red eye, and severe pho-
tophobia. Visual acuity was 20/20 OU. Examination revealed 2+
pigmented cells in the anterior chamber and a slight deposition
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of pigment on the corneal endothelium. IOP was low (6/9 mmHg
OD/0S). The initial diagnosis was bilateral anterior uveitis, and the
patient was treated using a topical steroid (1% prednisolone every
3 hours) with marked relief of symptoms. However, on the fourth
day, while playing “footvolley”, his vision suddenly blurred. The next
day, slit-lamp evaluation revealed a dense Krukenberg spindle bila-
terally. The aqueous humor was turbid with heavy pigment disper-
sion in the anterior chamber. Pigment granules were deposited on
the anterior surface of the iris and posterior lens surface (Figure 1).
Transillumination showed extensive bilateral iris defects (Figure 2).
IOP was 36/40 mmHg OD/OS. Gonioscopy revealed a wide open an-
gle, a dark trabecular meshwork 360 degrees, and a heavy pigment
deposition, particularly in the inferior sector (Figure 3). The vitreous
was clear, the fundus was normal, and the optic nerve head cup-
disc ratio was 0.1 bilaterally. Over the following days, IOP increased
to 48 mmHg in both eyes. The pupil became progressively irregular
with small posterior synechiae (Figure 4) and iris transillumination
gradually increased. Corneal endothelial cell density was normal
(2,877 cells/mm? OD and 2,984 cells/mm? OS).

Previous clinical and ocular histories were unremarkable, with
the exception of a previous laser photocoagulation in the right eye
to treat a peripheral retinal tear 1 year prior to BADI onset. IOP was
normal at that time (10 mmHg bilaterally).

Figure 1. Heavy pigment deposit on the posterior lens surface in the left eye.

Figure 2. Diffuse and severe iris defects seen on retroillumination in the right (A) and
left (B) eyes.

MAESTRINI HA, ET AL.

The patient underwent a complete laboratory evaluation, inclu-
ding complete blood count, erythrocyte sedimentation rate, liver en-
zymes, chest X-ray, anti-nuclear factor, rheumatoid factor, C-reactive
protein, tuberculin skin test, blood and urinary calcium, angiotensin
converting enzyme, and lysozyme. The results were unremarkable.
Serological tests for toxoplasmosis, syphilis, herpes simplex virus (HSV)
I'and Il, varicella-zoster virus, and cytomegalovirus (CMV) were perfor-
med. All IgM antibodies were negative. IgG antibodies were positive
against toxoplasmosis, HSV | and I, varicella-zoster virus and CMV.

Prednisolone eye drops were administered every 3 hours and the
maximum tolerated hypotensive treatment was instituted (timolol,
brimonidine, and oral acetazolamide 750 mg/day), which lowered
IOP to 25-30 mmHg bilaterally. Mydriasis always caused an acute rise
in IOP up to 42 mmHg because of an increase in pigment discharge.
Abrupt discontinuation of prednisolone resulted in immediate relapse.
On day 28, empirical treatment with oral valacyclovir 3 g/day was
introduced resulting in a significant reduction in pigment dispersion
in a few days. After 3 weeks, the dose was reduced to 1,500 mg/day
for 3 more weeks, and then to 500 mg/day for 8 weeks. Prednisolone
was gradually tapered and completely discontinued after 18 weeks.
IOP gradually decreased throughout the second and third months,
and hypotensive medications were gradually tapered until disconti-
nuation after 24 weeks. The time to complete resolution of pigment
dispersion was 18 weeks. No cupping of the optic discs was observed;
however, in the seventh week, a small disc hemorrhage appeared in
the left eye. Visual acuity and visual fields remained normal; howe-
ver, the photophobia was permanent. Six months after complete
resolution, we performed a water drinking test and IOP remained at
normal levels (IOP rose from 13 to 19 mmHg bilaterally). After 1 year,
the patient developed bilateral cataracts, which were removed une-
ventfully. IOP was high on the first postoperative day (34/26 mmHg
OD/0S), but returned to12 mmHg after 1 week.

Figure 3. Gonioscopic view of the inferior sector of the anterior chamber angle (right
eye). Heavy pigment deposit in the trabecular meshwork. The aspect is identical in
the left eye.

Figure 4. Iris aspect 1 month after presentation in the right (A) and left (B) eyes. Areas
of discrete atrophy are apparent in the midstroma, particularly in the inferior half. Small
pigmented granules deposited on the anterior surface of the iris. Pupils are distorted
and unresponsive to light.
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DISCUSSION

BADIis arecently described and rare entity. Our patient presented
with the more severe BADI sub-type showing a severe rise in IOP, ex-
tensive areas of iris transillumination, distorted pupils, and posterior
synechiae, but no change in iris color.

Differential diagnosis includes herpetic iridocyclitis® (tipically
unilateral), Fuchs’ uveitis (bilateral in only 5-10% of cases), pigment
dispersion syndrome, and pseudoexfoliation syndrome (do not have
an acute onset).

Although the cause is not known, BADI shares some features of
viral herpetic iridocyclitis. The marked improvement in our patient
following valacyclovir treatment suggests a possible viral etiology.
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