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Immunodef iciency refers t o a weakened or dysfunct ional immune syst em, making individuals more suscept ible 
t o infect ions. This can be caused by genet ic defect s (primary immunodef iciency) or by ext ernal fact ors like 
illnesses, medicat ions, or nut rit ional def iciencies (secondary immunodef iciency). Inborn errors of immunit y (IEI; 
previously "primary immunodef iciency diseases") encompass over 485 int rinsic defect s of immunit y, most  of 
which are inherit ed. 

D80.0  Heredit ary hypogammaglobulinemia

D80.1 Nonfamilial hypogammaglobulinemia

D80.2 Select ive def iciency of immunoglobulin A [IgA]

D80.3 Select ive def iciency of immunoglobulin G [IgG] 
subclasses

D80.4 Select ive def iciency of immunoglobulin M [IgM]

D80.5 Immunodef iciency w/  increased immunoglobulin M [IgM]

D80.6 Ant ibody def iciency wit h near- normal immunoglobulins or 
wit h hyperimmunoglobulinemia

D80.7 Transient  hypogammaglobulinemia of infancy

D80.8 Ot her immunodef iciencies wit h predominant ly 
ant ibody defect s (Kappa light  chain def iciency)

D80.9 Immunodef iciency wit h predominant ly ant ibody 
defect s, unspecif ied

D81.0 Severe combined immunodef iciency [SCID] wit h 
ret icular dysgenesis

D81.1 Severe combined immunodef iciency [SCID] wit h low T-  
and B- cell numbers

D81.2 Severe combined immunodef iciency [SCID] wit h low or 
normal B- cell numbers

D81.30 Adenosine deaminase def iciency, unspecif ied

D81.31 Severe combined immunodef iciency due t o adenosine 
deaminase def iciency

D81.32 Adenosine deaminase 2 def iciency

D81.39 Ot her adenosine deaminase def iciency

D81.4 Nezelof 's syndrome

D81.5 Purine nucleoside phosphorylase [PNP] def iciency

D81.6 Major hist ocompat ibilit y complex class I def iciency

D81.7 Major hist ocompat ibilit y complex class II def iciency

D81.810 Biot inidase def iciency

D81.818 Ot her biot in- dependent  carboxylase def iciency

D81.819 Biot in- dependent  carboxylase def iciency, unspecif ied

D81.82 Act ivat ed Phosphoinosit ide 3- kinase Delt a Syndrome 
[APDS]

D81.89 Ot her combined immunodef iciencies

D81.9 Combined immunodef iciency, unspecif ied

D82.0 Wiskot t -Aldrich syndrome

D82.1 Di George's syndrome

D82.2 Immunodef iciency wit h short - limbed st at ure

D82.3 Immunodef iciency following heredit ary defect ive 
response t o Epst ein- Barr virus

D82.4 Hyperimmunoglobulin E [IgE] syndrome

D82.8 Immunodef iciency associat ed wit h ot her specif ied major 
defect s

D82.9 Immunodef iciency associat ed wit h major defect , 
unspecif ied

D83.0 Common variable immunodef iciency wit h predominant  
abnormalit ies of B- cell numbers and funct ion

D83.1 Common variable immunodef iciency wit h predominant  
immunoregulat ory T- cell disorders

D83.2 Common variable immunodef iciency wit h 
aut oant ibodies t o B-  or T- cells

D83.8 Ot her common variable immunodef iciencies

D83.9 Common variable immunodef iciency, unspecif ied

I CD- 1 0  CODES

CL I N I CA L  D O CU M EN TATI O N

Final Assessment  Det ails

DOCUMENTATI ON ACRONYMS

Include DSP for each addressed condit ion impact ing 
t reat ment  and pat ient  care. 

Diagnosis:
Primary Immunodef iciency  Diagnosis

- Immunodef iciency Type 
- Cause 

St at us:
Act ive 
- Current  sympt oms
- Cont rol st at us 

Plan:
- Pharmacologic
- Cont rol of sympt oms
- Referrals
- Lifest yle changes 
- Monit oring for infect ions

Include element s of DEEP in document at ion t o clinically 
support  primary immunodef iciency.

DEEP Diagnosis Element s

Diagnosis: Immunodef iciency

Evidence:  T- cell def iciency not ed on  abs, FISH 

assay posit ive for delet ion of  22q11.2

Evaluat ion: Di George's syndrome, at t ribut ing t o 

hypoparat hroidism

Plan: Referral t o cardiology and endocrinology, 

cont inue wit h calcium and vit  D supplement at ion for 
hypoparat hyroidism
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- Specif icit y is key! Always indicat e t he t ype of IEI, t he genet ic cause, and use verbiage t o 

represent  any complicat ions derived from t he defect .

- The use of t he t erm immunosuppressed is is not  synonymous wit h a primary 

immunodef iciency or inborn immunosuppression and should be avoided.    

- When document ing immunodef iciency and it s et iology, be sure t o document  all compounding 

conf irmed fact ors t o get  a complet e pict ure of t he pat ient s' healt h st at us. 

- DSP should be applied for all diseases as well as for t he result ing immunodef iciency. St at us 

should be apparent  by using descript ive words t o clarify t he presence and severit y of t he 

illnesses. (Sympt omat ic, cont rolled, uncont rolled, et c.)

- Document at ion should always include DEEP element s t o show evidence for any IEI by 

incorporat ing labs, imaging, signs and sympt oms and document ing any associat ed 

t reat ment s wit h t he corresponding f inal diagnosis.  

- Avoid document ing primary immunodef iciencies as a "hist ory of " as t his suggest s a resolved 

st at us and causes conflict  wit hin t he document at ion.

- Conf irmat ion should be found wit hin t he document at ion represent ing t he cause and ef fect  

relat ionship bet ween any infect ion t hat  is at t ribut ed t o t he presence of an IEI.

For more resources go t o:

H I O SCA R.CO M / PROV I D ERS/ RESO U RCES

CL I N I CA L  D O CU M EN TATI O N

BEST PRACTI CES & T I PS

https://www.hioscar.com/providers/resources
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