
دجنبر 2015عدد 12 22

الدار البيضاء 5-3 دجنبر 2015المؤتمر العربي األول والمغربي الثامن لضعف المناعة األولي

Skin Manifestations in Primary Immunodeficient Children

Dr Nouf Alkhamis
Consultant Pediatric Allergist/Immunologist
President, Saudi Asthma, Allergy and Immunology Society

Primary immune deficiency diseases (PIDDs) consist of a group of over 200 genetic defects. The overall incidence 
of PIDDs is rare, with an estimated prevalence of one in 1200 patients in the USA.

Patients with PIDDs often present in early childhood, with skin manifestations as a common concerning sign.The 
majority of the skin manifestations found in PIDDs are not pathognomonic. However, several skin findings are so 
characteristic of a specific PIDD that an immunological workup considered essential.

Cutaneous manifestations are common in primary immune deficiency diseases, affecting between 40% and 70% 
of patients with diagnosed primary immune deficiency. Skin infections are the most prevalent dermatologic 
manifestation of PIDDs. Any organism may be involved, including bacteria, viruses, fungi, and/or parasites.

Primary immune deficiency may also present with noninfectious cutaneous signs, such as eczema; erythroderma, 
granulomas, dysplasia of the skin, hair, nails, or teeth, pigmentary changes, Angioedema, urticarial, vasculitis or 
autoimmune skin disease due to immune dysregulation.

Atopic dermatitis or eczematous lesions tend to be the second most common cutaneous presentation of PIDDs, 
after infectious causes, affecting between 13 % and 22% of PIDD cohorts studied. Forty eight percent of cases of 
Erythroderma in infancy found to be due to primary immunodeficiency.

Patients with primary immunodeficiency are at increased risk of immune dysregulation and autoimmune 
conditions. Autoimmunity involving the skin may develop in these patients. They are present in 1–6% of patients 
in published PIDD cohorts.

Awareness of associations between skin findings and immune deficiency may aide in the early detection and 
treatment of serious or life-threatening immunologic defects.

The presentation discuss the common skin manifestations of primary immune deficiency diseases.
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