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Summary

Lymphoproliferation (LP) in Inborn errors of immunity (IEI) refers to persistent polyclonal, oligoclonal, or
monoclonal proliferation of lymphoid cells in the clinical setting of IEI or immune dysregulation . LP as the
presenting feature of IEI, poses a diagnostic challenge as there are no guidelines on the diagnosis and manage-
ment of such cases.

We will present cases presented with non-malignant lymphoproliferative diseases to Children Cancer Hospi-
tal-Egypt and were found to have IEI from the period of 2018-2021.

There were 22 patients coming with a possible diagnosis of lymphoma due to hepatosplenomegaly and
lymphadenopathy. They were male/female:13/9. The median age of presentation and diagnosis were 48,72
months.11/22 had history of repeated minor infections. 4/21 had failure to thrive, 8/22 had positive criteria
of hemophagocytic lymphohistiocytosis (HLH), 8/22 had low immunoglobulin, 10/22 had cytopenias, 10/22
had abnormal lymphocyte subsets and 2/22 had elevated double negative T-cells. Genetic testing was done
to 18/22: 39% HLH, 26/5 had combined Immunodeficiency,13% had Innate Immune defect, 9% had pre-
dominantly antibody defect and 9% had autoinflammatory disease, finally 4% had phagocytic defect. Family
history was positive in 6/22.

Any early-onset nodal or extranodal LP in an appropriate clinical context must be investigated for an underly-
ing IEI and should be closely monitored for malignant transformation. Flow cytometry and molecular genet-
ics should be used in conjunction with morphology, to help in diagnosing cases especially challenging cases.
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