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ABSTRACT

This case report describes clinical data from mother and son with bilateral
Brown’s syndrome and highlights possible genetically determined predis-
positions.
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INTRODUCTION

Brown’s syndrome (or superior oblique tendon sheath syndrome) was first
described by Brown in 1950®. This motility defect consists of the inability to
raise the adducted eye above the midhorizontal plane, with a positive forced
duction test in supra-adduction. Less elevation restriction can be found in the
midline and a smaller elevation deficiency is detectable in abduction. Exodevia-
tion usually increases as the eyes move upwards above the midline.

In 1973 Brown redefined this syndrome® and divided it into two subty-
pes, i.e., true and simulated sheath syndrome. The true syndrome is conge-
nital, permanent and invariably associated with a positive traction test of
the involved adducted eye in the field of elevation. The true syndrome is
the most common form@®, Many reports have tried to elucidate the true
form and its etiologies. A taut superior oblique tendon®? is a possible cause.
Katz et al.® reported Brown’s syndrome in monozygotic twin girls. Asso-
ciation with autosomal dominant pathology® and genetic inheritance have
also been reported®?,

We describe here the eye examination of two cases of bilateral Brown’s
syndrome occurring in mother and son.

CASE 1

A seven-year-old boy was referred to us because his mother noticed that
he could not elevate his eyes, with an exodeviation occurring when he tried
to elevate them, since the age of 8 months. The medical history of the boy
and his family was unremarkable and the child had no complaints. Eye exa-
mination revealed 1.0 (logMAR=0) visual acuity in each eye, cycloplegic
refraction was + 1.00 spheric diopter in each eye, both pupils were reactive to
light, and slit lamp examination and indirect fundoscopy were within normal
limits. Motility examination (Figure 1) showed an abnormal head position
with a mild chin elevation. In the cover test, he showed ortophoria in an
abnormal head position and a small exophoria in the primay position. In
dextroversion, he had right hypertropia and in levoversion he had left hy-
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pertropia associated with the inability to elevate both eyes in
adduction. He showed a marked V pattern when he tried to
look upwards, with the appearance of significant exotropia. In
infraversion, he was orthophoric. The forced duction test in
the field of action of each inferior oblique muscle showed a
clear inability of both eyes to elevate. In abduction, there was
asmall restriction of elevation of the right eye. The Titmus test
showed normal stereopsis (40"). The boy was followed up for
two years, with no new findings being observed.

CASE 2

The mother of the boy (case 1) had the same motility defect
(Figure 2), observed by her husband some years ago. She was

32 years old and reported no previous inflammatory diseases.
Her visual acuity was 1.0 (logMAR=0) in each eye and slit lamp
examination and fundoscopy were equally normal. When sub-
mitted to the cover test, she showed orthophoria in the pri-
mary position and in infraversion. In supraversion, there was
important exotropia, as observed in her son, showing a V pat-
tern. She was also unable to elevate both eyes in adduction. In
dextro- and levoversion she showed right and left hypertropia,
respectively. The forced duction test could not be done. The
Titmus test revealed stereopsis of 40".

The boy appears to have a true Brown’s syndrome. Al-
though the mother has the same clinical findings, she was
not examined previously. A forced duction test was not per-
formed on her, but it appears that she has also a Brown’s
syndrome.

Figure 2 - The nine positions of gaze, mother
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DISCUSSION

Little is known about the pathogenesis of true Brown’s syn-
drome®®. Although the superior oblique tendon is usually found
to be abnormally taut®-2®), the cause of this anatomic dysfunc-
tion is still unknown, but some previously published case re-
ports®>79 have suggested a genetically determined predisposi-
tion in this syndrome, consistent with recessive inheritance at
the DURS1 locus and dominant inheritance with reduced pe-
netrance at the DURS1, DURS2, and FEOM1 loci®. The almost
perfectly symmetrical bilateral Brown’s syndrome found in the
here reported mother and child supports this hypothesis.

RESUMO

Este relato de caso descreve achados clinicos de mae e filho
com sindrome de Brown bilateral e discute a possibilidade de
predisposicdo genética.
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