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DISEASE:
BENTA disease

NAME: BENTA disease

DESCRIPTION:

A rare primary immunodeficiency characterized by infantile onset of generalized lymphadenopathy, 
splenomegaly, and lymphocytosis, with excessive polyclonal expansion of B-cells. Patients present recurrent 
infections and impaired T-cell and antibody responses, while overt autoimmune manifestations are usually 
absent. Occurrence of B-cell malignancy later in life has been reported.

ORPHACODE: 464336

SYNONYMS: B-cell expansion with NF-kB and T-cell anergy disease

XREF(S):
Orphanet
OMIM
ICD-10

ANALYTE(S): CARD11
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RELATED CONTENT

Related Genetic Tests 

Primary immune deficiencies (gene panel)

Related Laboratories 

Centrum Menselijke Erfelijkheid - KUL

Related Analytes 

caspase recruitment domain family member 11

Related Gene Panels 

Primary immune deficiencies (444 genes) - KUL
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