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Summary

The first description of primary immunodeficiency in Kenya was reported on autopsy in 2014 (1). This was
followed by a period of inactivity, until 2018 when the first local A-project workshop was held to create
awareness on primary immunodeficiency disorders (PIDs). Two other A-projects were subsequently held in
2019 and in 2020. Following the successful A-projects, several other cases of PIDs have been diagnosed, with
a case report and a case series published in 2021 (2,3)

A-project workshops have been impactful in creating local awareness on PIDs, which has resulted in in-
creased referrals of patients suspected of PIDs, and increased diagnosis. Eleven other children have been
diagnosed between 2018 and 2023, comprising of 8 males and 3 females. The age at diagnosis was variable,
from birth to 10 years. They all presented with a history of recurrent infections, except for one who underwent
neonatal screening due to a sibling loss three years earlier from SCID. Eight had a positive family history of
early sibling death. Consanguinity was reported in only one case. The spectrum of PIDs among these cases is
3 SCIDs (2 confirmed JAK3 mutations); 3 Primary Antibody Deficiencies (1 Common Variable Immunodefi-
ciency (CVID) — NFKB mutation, and 2 suspected Transient Hypogammaglobulinaemia of Infancy); 1 Hy-
per IgE Syndrome (HIES) - autosomal dominant STAT3 mutation; 2 Phagocyte Defects (1 Severe Congenital
Neutropaenia - ELANE mutation and 1 X-linked Chronic Granulomatous Disease (CGD) - CYBB mutation);
1 Complement Deficiency (properdin gene mutation) and 1 case of cystic fibrosis (CFTR mutation). Seven
patients are alive and on follow-up with supportive management; two have had haematopoietic stem cell
transplantation (CGD and SCID).

Basic immune evaluation with serum immunoglobulin levels and lymphocyte subset enumeration is available
in Kenya, but at a high cost that is out of reach for many patients. Genetic testing is only available at referral
laboratories abroad, and is expensive. Supportive therapy with antimicrobial prophylaxis, immunoglobulin
replacement therapy with intravenous immunoglobulin, and granulocyte colony stimulating factor are avail-
able. Haematopoietic stem cell transplant is not available in Kenya and cases are referred abroad.

It is likely that many cases of PID in Kenya remain undiagnosed. There is need to continue creating awareness
and to support education and training of medical personnel so as to mitigate this. Efforts should also be made
to establish a national registry of PID patients.
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