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Posterior Uveitis and
Cerebral Venous Sinus Thrombosis as
the First Presentation of Behcet Syndrome:
Case Report

Behcet Sendromunun
Ik Bagvuru Bulgusu Olarak Posterior Uveit ve
Serebral Venoz Siniis Trombozu Birlikteligi

ABSTRACT The reported frequency of neurological involvement among Behget syndrome patients
is approximately 5%. In this paper, we reported posterior uveitis with cerebral venous sinus throm-
bosis as the first presentation of Behget syndrome in a 19 year- old female patient. Our patient pre-
sented with a one-month history of headache, progressive loss of vision in the right eye. Her best
corrected visual acuity was counting fingers at 1 meter in the right eye and 10/10 in the left eye.
Funduscopy revealed vitreous cellular infiltrate and macular edema in the right eye in addition to
papilledema (central macular thickness was 753 pum in the right eye and 168 pm in the left eye).
Magnetic resonance imaging and magnetic resonance venography of the brain, were performed be-
cause of persistant headache, showed complete occlusion of left transvers and sigmoid sinus with
thrombosis. A diagnosis of Behget syndrome was made based on clinical criteria.
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OZET Behget sendromunda, nérolojik tutulumun sikligi yaklasik %5’dir. Biz bu calismamizda, Beh-
¢et sendromunun ilk bagvuru bulgusu olarak posterior iiveit ve serebral venoz siniis trombozu bir-
likteligi gosteren, 19 yasinda kadin hastanin sunumunu amagladik. Hasta klinigimize bir aydir
devam eden basagris: ve sag gozde ilerleyici gorme kayb: sikayeti ile bagvurdu. Diizeltilmis gérme
keskinligi sag gozde 1 mps, sol gozde 10/10 idi. Fundoskopik incelemede papilédeme ek olarak sag
gozde vitrede hiicresel birikimler ve makiiler 6dem mevcuttu (santral makiiler kalinlik; sag gézde
753 um, sol gozde 168 pm). Inatc1 bagagrisi nedeniyle gekilen beyin manyetik rezonans goriintiileme
ve manyetik rezonans venografide, sol transvers ve sigmoid siniisiin, tromboz ile total tikaniklig
saptandi. Hastaya klinik verilerine dayanarak Behget sendromu tanis: kondu.

Anahtar Kelimeler: Behget sendromu; siniis trombozu, intrakraniyal
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ehcet syndrome (BS) is a systemic inflammatory vascular disease with
several clinical manifestations and geographical differences in dis-
ease expression. Clinical features include oral and genital ulceration,
skin lesions and the pathergy response, ocular involvement, arthritis, vas-
culitis, central nervous system (CNS) and gastrointestinal manifestations.'?

The reported frequency of neurological involvement among BS patients
ranges from 2,2 to 49.0%, but larger series have shown a rate of approxi-
mately 5%.3> Neurological involvement is more common in men with a
male to female ratio of up to 4:1.*° Neurological involvement in BS may be
subclassified into two major forms. One form is focal or multifocal central
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nervous system parenchymal involvement, the
other form is caused by cerebral venous sinus
thrombosis (CVST). Papilledema and sixth nerve
paresis are the most common signs reported and
hemiparesis may develop in some.*¢

In this case report, we presented a 19-year-old
female patient with posterior uveitis and CVST, as
the first presentation of BS.

CASE REPORT

A 19-year-old female patient presented to the oph-
thalmology clinic with decreased vision in the right
eye for 5 days and severe headache for 1 month.
History of recurrent oral and genital ulcers was ob-
tained.

At physical examination, oral or genital ulcer,
skin lesions, neurological deficit were not present.

At ophthalmologic examination, her best cor-
rected visual acuity (BCVA) was counting fingers at
1 meter in the right eye and 10/10 in the left eye.
Funduscopy revealed vitreous cellular infiltrate and
macular edema in the right eye in addition to pa-
pilledema (Figure 1,2). Fundus flouroscein angiog-
raphy showed posterior vasculitis in the right eye.
(Figure 3) At optical coherence tomography, cen-
tral macular thickness (CMT) was 753 pm in the
right eye (Figure 4) and 168 pm in the left eye. Pos-
terior uveitis due to Behget’s disease was suspected.
In addition, because the patient had a history of

FIGURE 1: Fundus photograph of the left eye; At the first fundus examina-
tion, there is papilledema.
(See color figure at http://oftalmoloji.turkiyeklinikleri.com/)
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FIGURE 2: Fundus photograph of the right eye; At the first fundus examination,
there is papilledema and exudative infiltrat at the inferonasal of the macula.
(See color figure at http:/oftalmoloji.turkiyeklinikleri.com/)

FIGURE 3: Fundus flourescein angiography of the right eye; there is posterir
vasculitis.

headache for a 1 month, neurology consultation
was requested and magnetic resonance i1maging
(MRI)- magnetic resonance angiography (MRA) of
the head were applied.

MRI-MRA showed complete occlusion of left
transvers and sigmoid sinus with thrombosis (Fig-
ure 5,6). Lumbar puncture opening pressure was
360 mm H20 with normal cells, glucose and pro-
tein. Prothrombin time (PT), partial thrombo-
plastin time (PTT), fibrinogen, reptilase time,
antithrombin III, protein C, protein S, homosis-
tein were normal. Erythrocyte sedimentation rate
(ESR) was 41 mm/h, CRP was 95,3 mg/L, platelets
was 240x10%/mL. It was thought that papilledema
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caused by cerebral venous thrombosis, not poste-
rior uveitis.

Pathergy response was resulted as negative
and haplotype analyze of HLA-B5 was positive. In
this patient, BS was diagnosed with the presence of
the posterior uveitis and the history of oral, genital
ulcers. Because of the CVSO, she was treated with
pulse steroid for 7 days by neurology and her
headache was interrupted with steroid therapy.
Coumadin, azothioprine and colchicine were
added to the treatment. At month 3 after treat-
ment, her BCVA was 2/10 in the right eye, 10/10 in
the left eye and there were neither papilledema nor

macular edema, bilaterally (Figure 7,8).

FIGURES5: Magnetic resonance imaging of the head; T2 weighted image show-
ing thrombosis in the left sagittal sinus.

Informed consent was obtained from the pa-
tient herself for publication of her findings as a case

report.

FIGURE 4: OCT photograph of the right eye; there is macular edema. OCT:
optical coherence tomography.
(See for colored form http://oftalmoloji.turkiyeklinikleri.com/)

FIGURE 6: Cerebral magnetic resonance angiography; it confirms total oc-
clusion of the left transvers and sigmoid sinus.

FIGURE 7,8: Fundus photograph; At month 3 after treatment, disc with clear boundaries, no papilledema.
(See color figure at http://oftalmoloji.turkiyeklinikleri.com/)
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I DISCUSSION

The key clinical manifestations of BS are recurrent
aphthous ulcers, recurrent genital ulcers, recurrent
uveitis and skin disorders. But the disease may also
affect the CNS, the major vessels, gastrointestinal
system and the joints.®

The reported frequency of oral ulcers, eye dis-
ease and neurological involvement among BS pa-
tients is approximately 97-100%, 50% and 5%,
respectively.” In a recent study, the frequency of
CNS involvement was 13,0% among men and 5,6%
among women after two decades of follow-up.?

CVST is seen in 10-20% of BS patients in
whom neurological involvement occurs.” The su-
perior sagittal sinus is the most commonly throm-
bosed.*!® CVST can cause severe headache, mental
changes and motor ocular palsies because of the in-
creased intracranial pressure, but headache is the
most common neurological symptom seen in BS.>”
Papilledema and sixth nevre paresis are the most
common signs reported and hemiparesis may de-

velop in some.*®10

Our
headache and visual loss in the right eye. At oph-

patient presented with persistant
thalmological examination, there was posterior
uveitis in the right eye and papilledema. The fur-
ther evaluation was applied because of the persis-
tant headache and CVST was diagnosed.

Some cases presented with CVST, as the first
presentation of BS, were reported in the literature.
Swerdlow et al reported a 35-year-old woman with
a recent diagnosis of pseudotumor cerebri who pre-
sented with headache, emesis, and blurring of vi-
sion. An MRI supported the presence of sagittal
sinus thrombosis, a finding which was confirmed
by MRA. Further workup for an underlying cause
of sinus thrombosis disclosed symptoms and signs
fulfilling the diagnostic criteria for BS.! Ascaso et
al described a 30-year-old Algerian man with BS
who developed, as first symptom of BS, a typical
intracranial hypertension picture with headaches,
bilateral papilledema and raised cerebrospinal fluid
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pressure. MRA revealed a CVST.!2 Chaloupka et al.
reported a 13- year- old boy with recurrent venous
thrombosis of the dural sinus. BS was diagnosed
based on the medical history (recurrent oral ulcers,
pseudo-folliculitis) and clinical examination
(pathergy test was positive). As a result, CVST was
accepted as the first manifestation of the BS.!3 Rahil
et al reported CVST as the initial presentation of
BS in a 40 year old man. The patient presented with
a six-week history of headache, progressive loss of
vision in the right eye and recurrent oral ulcers.
MRI and MRA of the brain showed superior sagit-
tal, left transverse, and left sigmoid sinus venous
thrombosis. A diagnosis of BS was made based on
clinical criteria.!* Lizarazo-Barrera et al reported a
29-year-old female admitted for acute headache
and vomiting. MRI showed a large thrombosis of
sagital and transverse sinuses. She developed oral
and genital ulcers a week later. Ophthalmologic ex-
amination revealed left anterior uveitis and ipsilat-
eral papilledema. BS was diagnosed.”> While there
was no uveitis at presentation in cases of Swerd-
low, Ascaso and Chaloupka, panuveitis and ante-
rior uveitis were present in Rahil case and
Lizarazo-Barrera case, retrospectively, in addition
to CVST.

There has been no consistent primary abnor-
mality of the coagulation, anticoagulation or fibri-
nolytic systems identified in BS patients.!® HLA-B5
have been found to be a risk for thrombophlebitis.!”

In the treatment, while some authors use a
combination of anticoagulation with steroids, oth-
ers use corticosteroids alone.>' We used a combi-
nation of coumadin and corticosteroid in our
patient for CVST and azothioprine and colchicine
for BS.

As a result, CVST can be seen in the first
presentation of BS. So,for a patient presenting with
persistant headache and papilledema in addition to
the posterior uveitis, CVST should be thought in
the differential diagnosis. Persistant headache is an
important sign that leads us to the diagnosis of
CVST.
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