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Sindrome de Straatsma: Um Achado Fundoscopico
Distintivo
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Apresentamos o caso de um menino de 6 anos, com
atraso do desenvolvimento, observado na nossa consulta
por exotropia esquerda, ambliopia grave e miopia elevada.
O doente tinha sido previamente avaliado quatro anos an-
tes, porém faltou as subsequentes consultas de seguimento.
O teste cover—uncover revelou exotropia do olho esquerdo
(OE), com motilidade ocular preservada. A melhor acui-
dade visual corrigida (MAVC) era de 8/10 no olho direito
(OD) e 1,6/10 no OE, com resisténcia a oclusao do OD. A re-
fragao cicloplégica revelou: OD +0,50 e OE 10,25 +3,00x90.
Os segmentos anteriores nao apresentavam alteragdes. O
exame fundoscopico do OE encontra-se ilustrado na figura
(Fig. 1).

A sindrome de Straatsma (STAS) é definida pela tria-
de de presenga de fibras nervosas mielinizadas, amblio-
pia e miopia elevada, sendo frequentemente associada a
estrabismo, como no presente caso.'” Outras associagdes
descritas incluem a presenga de heterocromia da iris, nis-
tagmo, telangiectasias retinianas e degenerescéncias vitreo-
-retinianas.'? As fibras nervosas retinianas mielinizadas po-
dem interferir com o desenvolvimento visual ao bloquear a
transmissao dos impulsos retinianos para o nicleo genicu-
lado lateral, resultando em privagao visual e alongamento
axial."* A ambliopia pode resultar de alteracdes estruturais,
do erro refrativo elevado ou pela existéncia de estrabismo,

Figure 1. Fundus photography of the left eye showing extensive MRNF along
the superior and inferior temporal arcades.

fatores todos presentes neste doente.'? Apesar da STAS es-
tar associada a um progndstico visual reservado, a prescri-
¢ao de correcdo refrativa sob cicloplegia e a realizacao de
terapéutica oclusora devem ser sempre tentadas.'™

We present the case of a 6-year-old boy with develop-
mental delay who presented to our clinic with left exo-
tropia, severe amblyopia, and high myopia. He had been
previously seen four years prior but missed several ap-
pointments since. The cover—uncover test revealed exo-
tropia of the left eye (LE), with full extraocular motility
bilaterally. Best corrected visual acuity (BCVA) was 8/10 in
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the RE and 1.6/10 in the LE, with resistance to further RE
occlusion. Cycloplegic retinoscopy showed RE: +0.50 and
LE: -10.25 +3.00x90. Anterior segments were unremarkable.
The dilated LE fundus examination is shown (Fig. 1).
Straatsma syndrome (STAS) is defined by a triad of uni-
lateral myelinated retinal nerve fibers (MRNF), amblyopia,
and high myopia, and is often associated with strabismus,
as in our case."” Other reported associations include het-
erochromia iridum, nystagmus, retinal telangiectasia, and
vitreoretinal degenerations.”” MRNF can interfere with
visual development by blocking the transmission of retinal
impulses to the lateral geniculate nucleus, resulting in visual
deprivation and axial elongation."” Amblyopia may result
from structural changes caused by MRNF, refractive error,
or strabismus, all of which were present in our patient.
Even though STAS is associated with poor visual prog-
nosis, prescription of a cycloplegic refraction and intensive
occlusion therapy should always be attempted.”™
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