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—Abstract—

Background and Objectives: Behcet s disease(BD) may develop variable neuro-
logic manifestations. We herein report patients with neuroBD with special ref-
erence to clinical, cerebrospinal fluid(CSF), and radiological findings. Methods:
Twenty-six patients, who fulfilled international BD criteria, were enrolled.
Twenty-four of them fulfilled the criteriae at the time of, and another two at
a three and four month follow-up after presenting neurological manifestatic
Twenty-two patients had CSF examination. All but three patients had imaging
studies (CT scan in 7 and MRI in 16). Results: Most patients with neuroBD
presented with focal neurologic deficits, followed by meningitic symptoms and
behavioral changes or cognitive dysfunctions. The common initial neurological
symptoms or signs were hypereflexia, headache, dysarthria, and disturbances of
eye movement in order of frequency. One or more parameters of CSF examina-
tions were abnormal in all but two patients. Mean WBC count was 165279/
(9-1320). Nine of them were neutrophilic (polys )509%). Protein was mildly ele-
vated up to 155 mg/dl. Neuroimaging studies showed abnormal findings in 18
patients (75 %). Increased signal intensity on T2 weighted image was the most
common finding. Basal ganglia, midbrain, pons and thalamus were the common
sites of involvement in that of frequency. Although most patients had a lesion
in the brain parenchyme or meninges, one patient had venous sinus thrombosis
and another one had myelitis. Clinical outcomes were good in that all but three
patients improved. However, 10 of them (38 %) recurred during their follow-up
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period of average 36 months. Conclusions: Our findings suggest that neuroBD

may present with variable

and show

neutrophilic CSF findings and multifocal brainstem or diencephalon involve-
ments. The frequent recurrence, despite their good clinical outcomes, points up
the need for careful long-term neurologic observations.
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Table 1. The demographic characteristics and
systemic manifestations of the patients

(0=26)
Sex MiF=15:11
Age(year)
Initial BD symptom 331%12.7
Initial neurologic symptom 37.2%11.5
Diagnosis of neuroBD 38,3117

Systemic symptom of BD(No. of patients)

Recurrent oral ulcers 26(100.0%)
Recurrent genital ulcers 23( 88.5%)
Skin lesion 18(69.2%)
Ocular lesion (uveitis) 13( 50.0%)
Arthropathy 9(34.6%)
Venous thrombosis 2( 8.0%)
Colitis 10 4.0%)
Ankylosing spondylitis 10 4.0%)
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Table 2. Cumulative neurologic findigrs in pati-
ents witix neuroBehcet s disease (n=26)

Symptoms and signs No. of patients (%)

Pyramidal sign 16(61.5)
Headache 9(34.6)
Dysarthria 8(30.8)
Eye movement disturbances

Cerebellar signs

Sensory symptoms and/or signs
Intracranial hypertension
Confusion

Meningeal irritation signs
Dementia

Dysphagia

Personality change

Tremor

Table 3, Mean values of initial cerebrospinal fluid findings in all patients(n=22)

Pressure (ssCSF) ‘WBC (cell/<L)

PMN(%) Protein(se/dL)  Glucose (oe/dL)

171.9+46.0(85-250)  165.4279.6(0-1320)

35.234.7(0-95)

67.3+43.9(10-155) 61.4+16.043-103)

CSF: cerebrospinal fluid, WBC: white blood cell, PMN: polymorphonuclesr leukocyte
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Fig, 1, Axial T2-weighted (TR=3500, TE<1

08) brain MRI on the 20th day of an
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Table 4, The findings in cerebrospinal fluid
obtained within 14 days after onset of
neuroBehcet's disease

Parameter No. of patients(%)

Pressure (mCSF)

<200 8

=200 3

Loss 5
WEC (cell/#L)

<10 1

10-50 2

50-100 7

>100 6

Loss 0
PMN ratio(%)

<50 9

=50 7

Loss 0
Protein (ne/dL)

<45 7

245 7

Loss 2
Glucose (mg/dL)

<45 1

=45 14

Loss 1

CSF: fluid, PMN:
clear leukocyte, WBC: white blood cell, Loss
‘means lost data

acute illness. High sig-

nal intensity in right basal ganglia, thalamus and midbrain
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J Fig. 2AD. MRI on the 30th day
A, Axial T2-weighted (TR-
3800, T

high sig intensity in pons
B. Axial Tl-weighted (TR-
650, TE-14) image sh
multifocal low signal intensi-
esponding region
r gadolium TI-
weighted images
hancing lesions

9) image shows

ties in co

w en-
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Fig. 3. Tl-weighted (TR=400, TE-12) image MRI on the 360th day show brainstem atrophy

el BEIA Gakort A5 22 o19E B ¥, A%, 513% 93Y, U (internal capsule),
of AZAMAE o2 e Batsich e =g Eelgled Hua A58 DA
GAEANA FE PEVAE 7R, $, @ A AN BISACHTable 6. BF 7

— 353 —



Table 5, Cumulative findings of the neuroimag-

Table 6. Lesion- sites in the neuroimaging study

ing study (n-23) 029
Findings No. of Patieats Lesion site” No. of patients
Computerized tomography 7 Diencephalon 20
Atrophy 1 Basal ganglia 10
Hemorrhage 1 Thelamus 7
Infarction 1 Internal capsule 3
Normal 4 Brainstem 17
Magnetic resonance image 16 Midbrain s
High signal in T2ZWT 14 Pons 7
Enhancement 8 Medulla 1
Atrophy 2
ical whil 5
Leptomeningeal enhancement 1 Subcortical white matter
Normal 1 Cortex 3
Leptomeninges 1
Spinal cord 1
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* The diffusely atrophied lesion is not included
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