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Neuro-Behcet's Disease Presenting with Isolated Unilateral

Lateral Rectus Muscle Palsy

Helen Lew’, Jong-Bok Lee', Seung-Han Han', Hee-Seon Kim’, and Sang-Kyun Kim’

—— Abstract

The authors present the clinical findings of a 30-year-old female and a 29-year-old male who both had isolated unilateral
lateral rectus muscle palsy in neuro-Behcet's disease. The clinical feature related to isolated abduscens nerve palsy was
identified by CT, systemic assessment and extraocular examination. These patients' constellation of findings appear to be
unique: it does not follow any previously reported pattern of ocular manifestations of neuro-Behcet's disease.
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INTRODUCTION

Behcet's disease is a chronic systemic disease in-
cluding recurrent oral and genital ulceration, ocular
inflammation, arthritis, and neurological manifesta-
tions." Anterior uveitis and occlusive retinal vasculitis
are the most common ocular manifestations of Beh-
cet's disease.” Meningoencephalitis, often affecting the
brainstem, is the most common neurologic involve-
ment of Behcet's disease with spinal cord symptom,
peripheral nerve disorder, cerebellar symptoms, cra-
nial nerve palsy, increased intracranial pressure signs,
and extrapyramidal symptoms. The lesion relatively
spares the tegmentum of the brainstem, where the
medial longitudinal fasciculus fibers are located.” We
report isolated lateral rectus palsy without iritis or any
other ocular symptoms as an initial manifestation of
neuro-Behcet's disease.

CASE REPORT
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Case 1
iRy

A 30-year-old woman was reférred to us with
acute-onset diplopia. She had undergone recurrent
aphthous ulceration of the oral mucous membrane,
genital ulcers, and erythema nodosum-like lesions for
3 years. The diagnosis of Behcet's disease was made
by the criteria of the Behcet's disease teasearch
committee of Japan and the International study
group for Behcet's disease.” The pathergy test was
reported to be positive. On initial examination, visual
acuity was 20/20 in each eye. The pupils reacted
promptly to light. Extraocular movement was con-
sistent with left isolated cranial 6™ nerve palsy. With
the right eye fixing, there were 50 prism diopters of
left esotropia at the primary position. The amount of
deviation did not change on right gaze, but was
markedly increased to 70 prism diopters on left gaze
with marked limitation in abduction of the left eye
(Fig. 1). The forced duction test was negative. Slit-
lamp and ophthalmoscopic examinations were normal
in both eyes. The C-reactive protein was normal, 0.2
mg/dl, and the erythrocyte sedimentation rate was 38
mm/hour, while other virus marker study showed
normal reports except for erythematous swelling of
the ankle joint. The rheumatoid factor was negative.
The remainder of the neurological examination and
physical examination were normal. The magnetic
resonance imaging (MRI) evaluation of the brain and
orbit was also normal. A diagnosis of neuro- Behcet's
disease was made and prednisolone 5 mg/day and oral
administration of colchicine (1.2 mg/day) was main-
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Fig. 1. Clinical photographs of eye movements. Both eyes were capable
of full movement on right gaze (A). Fifty prism diopters of left
esotropia were noted in the primary position (B). The left eye did
not cross the midline and showed an increased amount of esotropia
to 70 prism diopters on left gaze (C).

tained. The patient has been observed and followed
up for evaluation of extraocular motility.

Case 2

A 29-year-old male with sudden abducens palsy was
found to have oral aphthae, genital ulcer, skin lesions,
and other neurological manifestations; weakness and
sensory loss of the lower extremities, ataxic gait,
speech disturbance, and urinary difficulty, but he had
no other ocular manifestations such as uveitis or
retinal vasculitis apart from than lateral rectus palsy.
The pathergy test was reported to be negative. The
diagnosis was confirmed as Behcet's disease according
to criteria of the Behcet's disease reasearch committee
of Japan4 and the International study group for Beh-
cet's disease.” He had 35 prism diopters of left eso-
tropia at the primary position. The amount of de-
viation did not change on right gaze but was mark-
edly increased to 50 prism diopters on left gaze with
marked limitation in abduction of the left eye (Fig.
2). The rheumatoid factor was positive. Cerebrospinal
fluid examination showed an opening pressure of 130
mmH;0, a leukocyte count of 34 mm’ with 100%
monocytes and a protein level of 56 mg/dl. The
magnetic resonance imaging (MRI) of the brain and
orbit was normal. The patients' clinical picture was
consistent with an isolated sixth cranial nerve palsy,
considering the neuro-Behcet's disease. The limitation
of abduction of the left eye changed to normal after

Fig. 2. Clinical photographs of eye movements. Thirty-five prism
diopters of left esotropia were noted in the primary position (A). The
left eye did not cross the midline on left gaze, whereas the left eye
adducted completely (B).

two cycles of pulse steroid therapy.

DISCUSSION

Behcet's disease is a multisystem disease with fea-
tures of mucocutaneous, ocular, intestinal, articular,
vascular, and neurologic involvement.*” The subclas-
sification of neuro-Behcet's disease may be applied if
the Behcet's disease patients have positive symptoms
of central nervous system complications. The clinical
picture is usually characterized by signs of either a
meningoencephalitis or a sinus thrombosis.*'® Our
patient was determined as having neuro-Behcet's dis-
ease with oral aphthae, genital ulcers, erythema no-
dosum, arthralgias, and neurologic involvement. Neu-
rological involvement was observed in 2.29% of the
general population while 5.7% to 9.2% of Asians
have presented with central motor paresis, brain stem
and cerebellar symptoms.'’ Systemic manifestations in
our patients showing neuro-Behcet's lesions are most
consistent with vasculitis predominantly affecting the
small venules of the central nervous system.12 These
lesions have a predilection for the diencephalic struc-
tures and the brain stem, and they are usually de-
monstrable by use of radiological examination. Reso-
lution of the abnormalities on CT and MR scans are
known to be correlated with the clincial improvement
brought about by steroid and immunosuppressive
therapy.'>"

Both of our patients had a unilateral abducens
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nerve palsy combined  with other neurological mani-
festations. To our knowledge, an isolated focal lesion
affecting the abduscens nerve has not previously been
reported in a patient with neuro-Behcet's disease. The
only fascicular syndrome of the third cranial nerve is
usually reported to be associated with other neuro-
logical findings -because of the involvement of
neighboring structures.”® That study reported a clini-
cal case of fascicular oculomotor palsy with few
associated - minor signs, secondary to neuro-Behcet's
disease with magnetic resonance imaging (MRI)
findings. The lesion extending from the mesence-
phalon to the capsulothalamic area without involve-
ment of the posterior commissure suggests that the
upgaze palsy is due to the mass effect of the lesion,
particularly on the rostral mesencephalon, and that
the oculomotor nerve palsy is the result of fascicular
involvement."* Isolated lateral rectus palsies are rare
and all of the reported cases have been -of vascular
origin.14 Colchicine, a strong inhibitor of polymor-
phonuclear chemotaxis, is known to be effective not
only for oral aphthous ulcers but also for vasculitis
in which the early stage is predominated by poly-
morphonuclear cells. The patients also had oral
medication and one of them showed improvement in
the limitation of abduction. The differential diagnosis
for abducens nerve palsy has to be done for diabetes,
hypertension (which spontaneously improved in about
3 months), idiopathic conditions, pontine glioma,
meningioma, trauma, temporal arteritis, and aneu-
tysm of the carvenous sinus (which last at least 6
months or permanently). Therefore, neuro-Behcet's dis-
ease must be considered for patients complaining of
sudden lateral rectus palsy as a differential diagnosis.
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