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IMAGEM EM NEUROLOGIA/IMAGE IN NEUROLOGY

Neuro-Behçet’s Disease Mimicking Adult-Type Diffuse Glioma
Doença de Neuro-Behçet a mimetizar Glioma Difuso Tipo-Adulto

A 40-year-old woman was admitted with bi-

lateral tonic seizure and a 1-month history of 

difficulties planning and executing tasks. Past 

medical and family history were unremark-

able. On admission, left palmar grasp reflex and 

left-sided mild hemiparesis were found. Gen-

eral physical examination, including the skin and 

mucosa, was normal. Routine electroencepha-

logram revealed right frontal paroxysmal activ-

ity. Bilateral, diffuse and asymmetrical, tempo-

roparietal periventricular white-matter lesions, 

with right anterior frontal cortico-subcortical 

extension, were detected as hyperintensities at 

T2-FLAIR and hypointensities at T1-weighted 

brain magnetic resonance imaging (MRI) (Figs. 
1A, B). There was no lesion enhancement and 

no abnormalities at diffusion-weighted imaging. 

MRI spectroscopy showed decreased N-acety-

laspartate levels, increased coline and presence 

of lactates, considered suggestive of glioma. 

Cerebrospinal fluid had mild monocytic pleocy-

tosis of 7/mm3, normal protein levels and nega-

tive oligoclonal bands. A stereotactic-guided bi-

opsy of right frontal lesion was performed, and 

histopathological examination was suggestive of 

adult-type diffuse glioma.

Temozolomide and dexamethasone were 

started, with clinical and radiological response. 

Three years later, she presented with subacute 

drowsiness, right internuclear ophthalmople-

gia and gait ataxia. There was no evidence of 

disease progression on computed tomography 
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Figure 1A. Brain MRI showed bilateral, diffuse 
temporoparietal white-matter lesions, with right 
frontal cortico-subcortical extension, detected as 
hyperintensities at T2-FLAIR images. 

Figure 1B. Brain MRI showed bilateral, diffuse tem-
poroparietal white-matter lesions, with right frontal 
cortico-subcortical extension, detected as hypoin-
tensities at T1-weighted images.
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(CT). Dexamethasone 10 mg id was restarted, with 
resolution of symptoms. Three months later, there was 
a new relapse characterized by left hemi-hypoesthesia 
and gait imbalance. Brain MRI showed a tumefactive 
hyperintense T2 lesion at right thalamus extending to 
the superior aspect of midbrain and ipsilateral cerebral 
peduncle (Fig. 2A). Given the patient’s clinical atypical 
course for an infiltrative glioma, the previous neuro-
pathological examination was reviewed and deeper sec-
tions were performed revealing perivascular and intra-
parenchymal mononuclear inflammatory cell infiltrate. 
This finding together with the presence of reactive as-
trocytes favored the hypothesis of an inflammatory dis-
ease. Two weeks later, the patient developed recurrent 
oral and genital mucocutaneus ulcerations, resulting in 
a diagnosis of neuro-Behçet’s disease (NBD). She was 
treated with IV rituximab 1000 mg every 6 months with 
total resolution of the mesodiencephalic lesion (Fig. 
2B) and complete clinical remission after a three-year 
follow-up period.

This patient fulfills the International Criteria for Be-
hçet’s disease1 and the consensus for NBD.2 The re-
markable diagnostic delay can be attributed to several 
atypical features. Firstly, epileptic seizures and cognitive 
symptoms are rare manifestations of NBD, compatible 

with the low prevalence of cortical involvement ob-

served in brain MRI.2 Secondly, the absence of systemic 

symptoms in the first three years of disease further 

complicated the diagnosis. Finally, the uncommon pseu-

dotumoral MRI presentation with a cortico-subcortical 

distribution of lesions and lack of enhancement, and the 

MR spectroscopy considered suggestive of glioma. Typi-

cal parenchymal NBD is characterized by hyperintense 

lesions on T2-weighted imaging, which are enhancing 

and have a predilection for the upper brainstem and ba-

sal ganglia.3

To the best of our knowledge, this is the second pub-

lished case describing NBD mimicking the pattern of 

diffuse glioma.4 It also highlights the potential significant 

clinical and radiological response to rituximab, in refrac-

tory NBD.

Few cases describing neurologic pseudotumoral 

presentation in NBD have been reported.2 NBD should 

be considered in the differential diagnosis of brain le-

sions with neoplastic features, even after performing a 

brain biopsy. 
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Figure 2A. T2 brain MRI showed a new tumefactive lesion at 
right thalamus extending to midbrain.

Figure 2B. Treatment with rituximab 1000mg 6/6 months 
was started with resolution of the mesodiencephalic lesion 
(T2-weighted images).



Sinapse®  |  Volume 23  |  N.º 4  |  October-December 2023

229

Responsabilidades Éticas
Conflitos de Interesse: Os autores declaram a inexistência 

de conflitos de interesse na realização do presente trabalho.
Fontes de Financiamento: Não existiram fontes externas de 

financiamento para a realização deste artigo.
Confidencialidade  dos  Dados:  Os  autores  declaram ter 

seguido os protocolos da sua instituição acerca da publicação 
dos dados de doentes. 

Consentimento: Consentimento do doente para publicação 
obtido.

Proveniência e Revisão por Pares: Não comissionado; revi-
são externa por pares.

Ethical Disclosures 
Conflicts of Interest: The authors have no conflicts of interest 

to declare.
Financing Support: This work has not received any contribu-

tion, grant or scholarship.
Confidentiality of Data: The authors declare that they have 

followed the protocols of their work center on the publication of 
data from patients.

Patient Consent: Consent for publication was obtained. 
Provenance and Peer Review: Not commissioned; externally 

peer reviewed.

References / Referências

1.  The International Criteria for Behçet’s Disease (ICBD): a col-
laborative study of 27 countries on the sensitivity and speci-
ficity of the new criteria. J Eur Acad Dermatol Venereol. 
2014; 28: 338–47. doi: 10.1111/jdv.12107.

2.  Al-Araji A, Kidd DP. Neuro-Behçet’s disease: epidemiology, 
clinical characteristics, and management. Lancet Neurol. 
2009; 8: 192–204. doi: 10.1016/S1474-4422(09)70015-8.

3.  Akman-Demir G, Bahar S, Coban O, Tasci B, Serdaroglu 
P. Cranial MRI in Behçet’s disease: 134 examinations of 98 
patients. Neuroradiology. 2003;45:851-9. doi: 10.1007/
s00234-003-1102-1. 

4.  Varoglu AO. A case of Neuro-Behcet disease mimicking 
gliomatosis cerebri. AJNR. Am J Neuroradiol. 2010; 31: E1. 
doi: 10.3174/ajnr.A1868.


