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	Agammaglobulinemia of Burton
	Common Variable Immunodeficiency (CVID)
	selective IgA Deficiency

	Description


	-lack of plasma cells

-associated w/ other AI dz’s:  SLE, dermatomyositis, RA  
	
	

	Etiology
	-X linked ( males
	unknown etiology:  normal B cells, but they do not differentiate into plasma cells
	

	Sn/Sx


	
	-( association w/ other AI dz’s, leukemias, lymphomas

-noncaseating granulomas in the skin, lung, spleen, liver (ind. normal T cell fxn)
	-usually asymptomatic

	Onset/ Course


	-( of B cells @ 5-6 months of age:  none in the lymph nodes, Peyer’s patches, follicles, etc.
	
	-most common immunodeficiency (1:500 people)


-susceptibility to bacterial infections:  pneumonias

	-normal T cells ( no viral diseases
	-bacterial infections

-( malabsorption (gluten sensitivity) ( ( susceptibility to Giardia infections  
	-chronic URI/LRI, sinusitis

-( respiratory allergies

-assoc w/ ( incidence of AI dz’s

-unregulated absorption of mucosal antigens
	

	Lab Dx
	
	hypogammaglobulinemia
	

	DDx
	
	-gluten sensitivity also seen in celiac sprue
	


T Cell Deficiencies

	
	DiGeorge’s Syndrome
	Chronic Mucocutaneous Candidiasis
	Severe Combined Immunodeficiency

(SCID)

	Description


	-no thymus
	
	

	Etiology
	3rd and 4th pharyngeal pouches do not form ( no thymus, parathyroid (hypocalcemia)( no CMI
	-common in AIDS
	-autosomal recessive or X-linked

	Sn/Sx


	-persistent truncus arteriosus

-diminutive mandible, neck problems

-no lymphocyte or spleen problems:  follicles intact but no CD4+ cells ( no B cell activity 
	
	autosomal recessive:   50% ( in adenosine deaminase (blood cells)(  (+) adenosine( lymphotoxic 

 X-Linked:  thymus fails to descend and is loc. between tongue and manubrium 

stem cell damage( severe loss of T and B cells



	Onset/ Course


	
	
	

	Consequences
	-( viral and fungal infections:  usual cause of death
	
	-infections:  esp. pseudomonas

-transplant Tx:  graft vs. host- graft rejects host

	Lab Dx
	
	
	

	DDX
	
	
	


