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Recent advance in primary immune deficiency disorders

Hyoung Jin Kang, M.D., Ph.D., Hee Young Shin, M.D., Ph.D. and Hyo Seop Ahn, M.D., Ph.D.

Department of Pediatrics, Cancer Research Institute, Seoul National University College of Medicine, Seoul, Korea

The immune system is comprised of cells and molecules whose collective and coordinated response to the introduction of foreign
substance is referred to as the immune response, Defense against microbes is mediated by the early reaction (innate immunity)
and the late response (adaptive immunity). Innate immunity consists of the epithelial barrier, phagocytes, complement and natural
killer cells, Adaptive immunity, a more complex defense reaction, consists of activation of later-developed lymphocytes that,
when stimulated by exposure to infectious agents, increase in magnitude and defensive capabilities with each successive
exposure, In this review we discuss recent advances in important primary immune deficiency disorders of innate immunity (chro-
nic granulomatous disease, leukocyte adhesion deficiency) and adaptive immunity (severe combined immune deficiency, Wiskott-

Aldrich syndrome). (Korean J Pediatr 2009;52:649-654)
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Table 1. Comparison of Innate Immunity and Adaptive Immunity

Innate immunity

Adaptive immunity

Major component

Barrier Skin, mucosa Lymphocyte in the epithelium, antibody on the
epithelial surface

Blood component Complements Antibodies

Cells Phagocytes, natural Killer cells Lymphocyte
Characteristics

Specificity Common structure of each group of related microbes Specific antigen of microbe and materials

Diversity Genetically determined and limited Large diversity after birth by recombination of

associated genes

Memory No Yes
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Table 2. Comparison of Autologous Hematopoietic Stem Cell Gene Therapy and Allogeneic Hematopoietic Stem Cell transplantation

Autologous hematopoietic stem cell gene therapy

Allogeneic hematopoietic stem cell transplantation

Hematopoietic stem cell

Donor search No
Conditioning Relatively mild
Treatment related toxicity Relatively low
Graft versus host disease No

Treatment result
Long term complication

Semi-permanent, yet

Autologous, genetic modification

Leukemia, myelodysplastic syndrome

Allogeneic
Yes
Relatively intensive
Relatively high
Yes
Permanent
Many
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