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National Consensus

adian Blood Services and Canada's Né
Isory Committee on Blood and Blood

Use of Immunoglobulin Therapy for Pé
Primary Immune Deficiency: An Evide
ed Practice Guideline




rimary Immune Deficienc

S: Treatment with Immunoglobulin

Jest group: Humoral (antibody) deficien
Linked Agamaglobulinemia

yper-lgM syndrome (X-linked and Autosomal
ecessive)

OS Deficiency




Imary Immune Deficienc

bined Immune Defects

Iskott Aldrich Syndrome

axia Telangectasia

avere Combined Immune Deficiency (pre anc
ansplant)

ondary and Acquired Immune Defects




Diagnosis

plete blood count (lymphopenia)
, A, M, E
d T cell enumeration

ponses 1o vaccines
rotein (e.g. diphtheria, tetanus)




Diagnosis

lllary testing includes

e analysis and other protein loss
lies if applicable

d T cell functional studies
vitro proliferation




Diagnosis

oral Immune deficiency should
nosed on the basis of low antiboc
Is alone!!




eening for genetic causes
Immune deficiency

ferral of the those patients who are
re 1l or resistant to treatment

2 have a large number of immune

iIciencies (>100) which have the ge
ntified, allowing for screening and
mately, diagnosis
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follow patients,
characterize,




Evaluation

atients with confirmed immunodeficiency shou
2 their care coordinated by a comprehensive C:
/expert in the care of iImmune deficiencies.

Immunologist should be consulted for all pec
adult patients with suspected immunodeficienc
Iromes (including primary immune deficiency)
administration of immunoglobulin

)nsider the diagnosis of primary immune defici
ng pediatric and adult patients who have recu




The 10 Warning Signs to
Investigate PID

or more new ear infections within 1 year.
Or more serious sinus infections within 1 year.

or more months on antibiotics with little effect.
O more pneumonias within 1 year.

e of an infant to gain weight or grow normally.

rrent, deep skin or organ abscesses.

stent thrush in mouth or elsewhere on skin, after age 1.

for intravenous antibiotics to clear infections.
or more deep-seated infections.

ily history of primary immunodeficiency. W
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her Diagnostic Paramete

Consider the diagnosis of primary
une deficiency in adult and pediat
lents with autoimmune hematologic

In patients with autoimmune
atologic disease, draw guantitativ




Efficacy

sive |G to patients with primary im
lency to reduce infections.

Give |G to reduce hospitalization
AN damage.

Give iImmunoglobulin to improve




fficacy and Administratio

ith respect to clinical efficacy and adve
nts, there is insufficient evidence to
ommend one formulation of IG over anot
currently available products.

ith respect to clinical efficacy for reduci
ctions IVIG and SCIG preparations sho
sidered equivalent.




Treatment Guidelines

Do not give IMIG for replacement theraj
ary immune deficiency.

Start IVIG at a dose of 400-600 mg/kg [
or SCIG at a dose of 100-150 mg kg—1

ost patients.
Patients and practitioners should be aw




Vaccination Guidelines

llled or recombinant
Ines are neither
raindicated nor
Ifically recommended
atients receiving 1G

protective levels of
vodies to these

ts through passive
unization.




Vaccination

unoglobulin therapy
not be stopped or the
le modified to

ter vaccination.

e vaccinations, both oral
ectable (eg, MMR,

a vaccine, LAIV, yellow
accine, oral typhoid,
JPV, smallpox and

s) should not be given
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Monitoring

Patients with primary immune
Iciency should be monitored by a
prehensive care clinic at least

ually.

Aim to achieve a minimum trough
/ g/L In most patients




Monitoring

The following conditions should p
aluation of the Immunoglobulin
age regimen before the annual vis
. Any severe infection

. Lack of expected reduction in infectio
. Continued failure to thrive in pediatric




Adverse Reactions

To minimize rate-related reactions, follo
duct specifications.

Because immunoglobulin is a human-
ved blood product, with a possibility of
Inistration, it is recommended that the
ncy that dispenses the IG product ensu
oing traceability of the immunoglobulin




arly Investigation Is Ke

IS my child 1ll?
tibody Defects
a|l mediated or T-cell

nate Immune
ofects




Paradigm Shift

Immune investigations will go be

n beyond antibodies!!

h more functional and covering b
ite and adaptive pathways!
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