
 
 

 

 

CODING REFERENCE CARD- IMMUNODEFICIENCY STATUS   
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NOTE: This tool is intended to assist with documentation only and 
not intended to take the place of clinical analysis.  Information 
regarding any law or regulation does not constitute legal or tax 
advice and is subject to change based upon the issuance of new 
guidance and/or change in laws or regulations.  Reference Official 
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Other combined immunodeficiencies 

D81.810  Biotinidase deficiency 

D81.818 Other biotin-dependent 
carboxylase deficiency 

D81.819 Biotin-dependent carboxylase 
deficiency, unspecified 

D81.89 Other combined immunodeficiency  

D81.9 Combined immunodeficiency, 
unspecified (Severe combined 
immunodeficiency disorder [SCID] 
NOS) 

Immunodeficiency Associated with other major 
defects 

D82.0 Wiskott-Aldrich syndrome 

D82.1  Di George’s syndrome 

D82.2 Immunodeficiency with short-limbed 
stature 

D82.3 Immunodeficiency following hereditary 
defective response to Epstein-Barr virus 

D82.4 Hyperimmunoglobulin E (IgE) Syndrome 

D82.8 Immunodeficiency associated with 
other specified major defects 

D82.9  Immunodeficiency associated with 
major defect, unspecified 

 

Combined immunodeficiencies 

D81.0 Severe combined immunodeficiency 
[SCID] with reticular dysgenesis 

D81.1 Severe combined immunodeficiency 
[SCID] with low T- and B-cell numbers 

D81.2 

 

Severe combined   immunodeficiency 
[SCID] with low or normal B-cell 
numbers 

 

D81.30 
 

Adenosine deaminase deficiency,                  
unspecified (ADA deficiency NOS) 
  

 

D81.31 Severe combined immunodeficiency 
due to adenosine deaminase 
deficiency 

D81.32 Adenosine deaminase 2 deficiency 
Code also any associated 
manifestations such as polyarteritis 
nodosa or stroke 

D81.39 Other adenosine deaminase deficiency 

D81.4 Nezelof’s syndrome 

D81.5 Purine nucleoside phosphorylase [PNP] 
deficiency 

D81.6 Major histocompatibility complex class 
I deficiency 

D81.7 Major histocompatibility complex class 
II deficiency 

 

Immunodeficiency with predominantly 
antibody defects 

D80.0 Hereditary hypogammaglobulinemia 

D80.1 Nonfamilial 
hypogammaglobulinemia 

D80.2 Selective deficiency of 
immunoglobulin A (IgA) 

D80.3 Selective deficiency of 
immunoglobulin G (IgG) subclasses 

D80.4 Selective deficiency of 
immunoglobulin M (IgM) 

D80.5 Immunodeficiency with increased 
immunoglobulin M (IgM) 

D80.6 Antibody deficiency with near-
normal immunoglobulins or with 

hyperimmunoglobulinemia 

D80.7 Transient hypogammaglobulinemia 
of infancy 

D80.8 Other immunodeficiencies with 
predominantly antibody defects 

(Kappa light chain deficiency) 

D80.9 Immunodeficiency with 
predominantly antibody defects, 

unspecified 

 


