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ABSTRACT

A 7-year-old boy with sympathetic ophthal miasecondary to penetrating
ocular trauma devel oped choroidal neovascularization in the macular
region of the sympathizing eye. Posterior segment biomicroscopy
disclosed asingle, round, small, slightly elevated yellow-whitelesion
temporal to the fovea, linked to the temporal edge of the optic disc by
afibrotic band. On fluorescein angiography the round lesion showed
agradual hyperfluorescence, with late staining and leakage, and was
interpreted as afibrovascular scar from previous choroidal neovascu-
larization. Despite intense immunosuppressive therapy, the patient’s
final visual acuity was20/400. Althoughrarely associated with sympa-
thetic ophthalmia, choroidal neovascularization anditscicatricial stages
canoccur and compromisethevisual prognosisof analready debilitated
eye. The best course of treatment for choroidal neovascularization in
these types of cases has not yet been determined.

Keywords: Ophthalmia, sympathetic; Choroidal neovascularization, Immunosuppressive
agents; Wound healing

INTRODUCTION

Sympathetic ophthalmia (SO) is a diffuse granulomatous uveitis occur-
ring in patients who have sustained a previous penetrating ocular injury
either asaresult of trauma, or, rarely as a consequence of ocular surgery®.

Choroidal neovascularization (CNV) isacommon clinical manifestation
associated with numerous diseases that affect the posterior segment. Es-
sentially any pathologic process that disturbs the retinal pigment epithe-
lium (RPE) and Bruch’s membrane can result in CNV®. However, CNV is
usually accompanied by fibroustissue. Often, over time, this fibrovascular
tissue destroys the plane of the RPE, so the location of the CNV with
respect to the RPE can no longer be readily identified®. When located in
the macula, this pathologic process often leads to severe visual |oss.

In this paper we report a patient with SO secondary to penetrating
ocular traumawho developed CNV and, subsequently, afibrovascular scar
in the macular region of the sympathizing eye. CNV associated with SO has
rarely been described and, in our case, definitively compromised the pa-
tient’s visual acuity (VA)@9,

CASE REPORT

A 7-year-old boy had a sharp traumato hisright eye, which resulted in
corneal laceration, uveal prolapse and traumatic cataract. His VA waslight
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perception in the right eye and 20/30 in the left eye. The
patient developed SO 45 days following the repair of the
wound. Enucleation of the right (exciting) eye was completed
8 days after the diagnosis of SO, in the patient’s hometown. It
was at this point that the patient came to be evaluated in our
UveitisClinic. Hiscorrected VA was 20/30 in theleft eye. Slit-
lamp examination of the anterior and posterior segments re-
vealed mutton fat keratic precipitates, +2 cellsin the anterior
chamber, +2 vitreous cells, and some confluent patches of
yellow-white choroidal infiltrates. The inflammation in this
eyewasinitially controlled with topical and systemic corticos-

teroids (oral prednisone, 50 mg/day). However, after four mon-
ths the inflammation increased and the patient’s VA dropped
to 20/80. Cyclosporine (100 mg/day) was then added to the
therapeutic scheme, and the inflammation eventually became
controlled. The patient was able to taper and discontinue oral
prednisone within six months, but he continued with cyclos-
porine therapy (100 mg/day). However, after three years of
follow-up the patient’s VA dropped to 20/200 secondary to a
posterior subcapsular cataract. At this period, the fundus
details could not be evaluated. The decision to operate was
reached one year following the cataract diagnosis. Phaco-

Figure 1 - A: Red-free fundus photograph revealing the small, round, whitish disciform lesion (arrow) linked to the temporal edge of the optic disc
by a fibrotic tissue; B, C and D: Fluorescein angiography reveals progressive fluorescence with late staining and leakage of the disciform lesion
(arrow), consistent with the diagnosis of fibrovascular scar from previous CNV
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emulsification with an in-the-bag posterior chamber lens im-
plantation was successfully performed and the patient’s vi-
sion improved to 20/40. Ophthal moscopy at that time showed
a diffusely depigmented fundus, as well as Dallen-Fuchs
spotsin the macular region. However, six months post-surge-
ry, hisVA dropped to 20/200. Ophthal moscopy then reveal ed
asmall, round, slightly elevated whitish |esion temporal to the
foveal region, which was linked by afibrotic band to the edge
of the optic disc (Figure 1A). Fluorescein angiography sho-
wed agradual hyperfluorescence of theround lesion, with late
staining and leakage (Figure 1B, C and D). Thiswas interpre-
ted as fibrovascular tissue in the subretinal layer from pre-
vious choroidal neovascularization. Given the advanced cica-
tricial stage of the process, no treatment was proposed.

The patient was followed up regularly. When last seen, he
was on cyclosporine (150 mg/day), azathioprine (75 mg/day)
and prednisone (30 mg/day), the ocular inflammation was con-
trolled, but hisV A was 20/400.

DISCUSSION

The pathogenesis of SO is unknown. Light and electron
microscopic studies in eyes with SO have shown breaks in
Bruch’ smembrane®. Discontinuitiesin Bruch’ smembrane are
likely secondary to the inflammatory nature of SO and presu-
mably allow for CNV to develop. Moreover, it has been de-
monstrated that CNV may arise from Dalen-Fuchs nodules,
which correspond to granulomas composed of a mixture of
histiocytic cells, depigmented pigment epithelial cells, and a
few scattered T lymphocytes, located between Bruch’s mem-
brane and an attenuated covering of RPE®. These nodules
may also cause an interruption of Bruch’s membrane, thus
leading to CNV. Sharp et al. showed that the histopathol ogical
changes surrounding these nodules consisted of obliteration
of the underlying choriocapillaries with multiple breaks in
Bruch’smembrane®®,

CNV has been reported in approximately 10% of patients
with Vogt-Koyanagi-Harada (VKH) syndrome, a disease with
clinical and histopathological featuressimilar to SO®9. CNV in
VKH syndrome is reported more commonly in eyes with

severe inflammation, greater pigmentary disturbance in the
retina, and more frequent relapses. All these clinical and oph-
thalmoscopic features were seen in our patient.

To the best of our knowledge, six patients with SO and
CNV have been reported to date®®. Table | summarizes the
clinical features of previously reported patients, and also
includes the data of our case.

The first report was on a 4-year-old boy who developed SO
three months following a sharp ocular trauma®. The patient
developed a CNV in the sympathizing eye that regressed spon-
taneoudly, and thefinal VA was 20/30. A second case of CNV in
SO wasreported inal6-year-old girl®. Shedevel oped aposterior
subcapsular cataract in the sympathizing eye during the evo-
Iution of SO. The patient then underwent apars planalensectomy
and vitrectomy, following this procedure a subfoveal CNV was
detected. Her final VA was 20/200, but the authors did not men-
tionany specifictreatment for the CNV. Inathird patient with SO
and CNV, cyclosporineinduced the resolution of the CNV®, The
final VA inthis particular case (athree-year-old boy) was 20/30.
In the fourth reported case, laser photocoagul ation was success-
fully used to destroy the CNV in a 41-year-old man with SO®,
Four yearsafter |aser treatment, hisV A was20/25with no eviden-
ce of recurrence of CNV. In the fifth case, a 55-year-old male
developed SO after pars planavitrectomy inthefellow eye”. SO
has been succesfully treated with corticosteroids, cyclosphos-
phamide and cyclosporine. However, within one year the patient
devel oped choroidal neovascularization in the sympathizing eye.
Unfortunately, the author did not give details about the visual
outcome of the patient. In the sixth case, a 60-year-old man with
SO, the CNV was surgically removed®. Hisfinal VA wasappro-
ximately 20/100. Infact, unlikethe CNV seeninage-rel ated macu-
lar degeneration, in which the neovascular membrane developsin
the subpigment epithelial space (type 1 CNV), the CNV associa-
tedwith SOislikely located in the plane anterior to the RPE (type
2 CNV)®), Successful surgical results have been reported in
patients with this latter type of membrane®3,

Our 7-year-old boy with SO devel oped afibrovascul ar scar
from previous CNV located inthe macular region, whichledto
afina VA of 20/400. Due to the severe inflammation, our
patient has been on immunosuppressive drugs during most of
his treatment. We do not know if these agents played any role

Table I. Clinical features of reported patients (including our case) with sympathetic ophthalmia and choroidal neovascularization
Reports Sex Age VA when CNV was detected CNV specific Final VA
(years) in the sympathizing eye treatment
Chew & Crawford® M 4 20/100 No 20/100
Carney et al.® F 16 Not determined No 20/200
Kilmartin et al.® M 3 20/30 Cyclosporine 20/30
Borkowski et al.® M 41 20/60 Photocoagulation 20/25
Frau® M 55 Not mentioned Not mentioned Not mentioned
Bom et al.® M 60 20/200 Surgical removal 20/100
Vianna et al. M 7 20/200 Cyclosporine and 20/400
azathioprine
M: male; F: female; VA: visual acuity; CNV: choroidal neovascularization
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in the clinical course of the CNV. Interestingly, it has been
observed that immunosuppressive therapy may decrease the
incidence of choroidal neovascularization ininflamed eyes®®.
Some authors have successfully used these drugs to treat
CNV associated with endogenous posterior uveitis®4, Whe-
ther immunosuppressive agents decrease the rate or cause
involution of CNV in SO is unclear. Because this is a rare
association, a randomized and prospective study of CNV
treatment in SO would probably not be feasible.

The value of immunosuppressive agents, laser photoco-
agulation or surgical resection in the treatment of CNV in eyes
with SO is unknown, since the neovascularization in these
cases can resolve spontaneously. Factors such as the young
age of some affected patients and the small area of involvement
by the CNV may be important in this spontaneous regression.

We conclude that although rarely associated with SO,
CNV can beacatastrophic complication in an already debilita-
ted eye. To date, the best option for treatment of CNV in these
cases has not yet been determined.
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RESUMO

Paciente com oftalmia simpética (OS) desenvolveu neovas-
cularizacéo coroidiana (NV C) naregido macular do olho sim-
patizado. A biomicroscopia do segmento posterior do olho
afetado revel ou uma pequenalesdo branco-amarelada, discre-
tamente elevada, localizada na regido temporal afévea. Uma
bandafibrosaligavao disco éptico aleséo foveal . A angiogra-
fiafluoresceinica, aleséo revelou hiperfluorescéncia progres-
siva, com impregnac8o e extravazamento tardio do corante,
achados esses caracteristicos de uma cicatriz fibrovascular.
Apesar de intenso tratamento com medicagdo imunossupres-

sora, aacuidade visual final do pacientefoi de 20/400. Embora
raramente associada a oftal mia simpética a neovascul arizacdo
coroidiana pode ocorrer e comprometer o prognastico visual
deum olhojadebilitado. A melhor op¢do parao tratamento da
neovascularizacdo coroidiana em casos de oftalmia simpética
ainda ndo esta determinada.

Descritor es: Oftalmiasimpética; Neovascul arizacdo coroidal;
Drogas imunossupressoras; Cicatrizagdo de feridas
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