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PRIMARY IMMUNODEFICIENCY DISORDER

Dr Spur’s take-home message:

Dr Spur’s mystery SOLVED:  
A case of IgA deficiency with IgG subclass deficiency and specific antibody deficiency.
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A diagnosis of IgA  
deficiency and/or IgG subclass deficiency can only be made after the age of 4 years, for THI remains the most common cause of this.

Patients with IgA 

deficiency can have a 

significant amount of 

infections which may 

result in end organ 

damage.

IgA deficiency workup 

should include IgG 
subclasses in children 

older than 4 years and 

specific antibody  
responses to protein 

and polysaccharide 
antigens.

Appropriate microbial 

cultures and PCR testing 

are important, because 

causative organisms give 

clues as to  

possible underlying  

immunodeficiency.

Management usually 
starts with  
prophylactic antibiotics 
in symptomatic  
patients. 

Patients with IgA deficiency and other humoral immune deficiencies can have concomi-tant allergic and autoimmune disorders.

These markers are important to assess possible morbidity in 
patients with humoral immunodeficiency. 

I made a diagnosis of an IgG subclass deficiency with associated 
IgA deficiency and specific antibody deficiency. It is important 
to note that one can make this diagnosis only after the age 
of four because some children manifest a delayed maturity 
of the immune system, a condition known as transient 
hypogammaglobulinaemia of infancy (THI).

Management of this antibody deficiency syndrome usually 
follows a sequential approach to therapy until a satisfactory 
clinical response is obtained. The sequence consists of: (a) 
vigorous and early antibiotic treatment of infections; (b) 
prophylactic antibiotic treatment (once daily cotrimoxazole 
or azithromycin three times a week are useful in this context); 
and (c) lastly, immunoglobulin replacement therapy (IRT), if 
significant infections occur despite prophylactic antibiotics. 
This patient will most likely not have an allergic reaction if IRT 

is ever indicated, as she produces low levels of IgA. Patients 
with complete absence of IgA may very rarely experience 
allergic reactions, especially towards intravenous IRT. Kindly 
remember that if IRT is to be given, the IgA levels will mostly 
remain unaffected, because IRT does not contain IgA (only 
trace amounts) and only the IgG component is replaced. 
Immunoglobulin replacement therapy in the context of 
prevention of COVID-19 is not indicated, for the donor base 
will not have protective antibody levels at this moment in time 
and for the near future. 

She should be followed up regularly, as this condition could 
evolve into CVID. Clinical history and examination remains 
important, because of the risk of developing autoimmune and 
allergic disorders, which need to be properly investigated and 
managed appropriately.  

Thank you for the referral.

Dr Spur


