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The primary immunodeficiency diseases (PIDs) are a heterogeneous group of disorders that result from
defects in immune system development and/or function. Although the signs and symptoms of PIDs are highly
variable, most disorders involve increased susceptibility to infection, with many leading to significant disease-
associated morbidity and mortality (1). Consultation with a clinical immunologist is required to confirm the
diagnosis of PID and to establish an appropriate treatment plan.

Upon suspicion of immunodeficiency, a number of precautions must be taken. Once PID diagnosed, the nature
of these precautions will depend on the type of immunodeficiency.

I. GENERAL RECOMMENDATIONS FOR PATIENTS WITH SUSPECTED PID

For patients with suspected PID, practices are heterogeneous. Pending confirmation of the PID, the following
precautions are, in our opinion, necessaries:

o Avoid intramuscular injections (2).

o No live viral (oral poliovirus, measles, mumps, rubella, varicella, yellow fever, Herpes zoster, smallpox,
rotavirus, or live attenuated influenza virus) or live bacterial (BCG or S typhi, Ty21a) vaccines should be
administered (3).

o Only irradiated (5000 Rads) blood products should be used in managing the patients with suspected T cell
deficiencies (4). Irradiating donor blood preserves the red blood cells and platelets but removes any immune
cells which may cause a graft-host disease.

o In case of strong suspicion of chronic granulomatous disease or combined immunodeficiency, we can be
brought to start a cotrimoxazole prophylaxis, at a daily dose of 25mg/kg of sulfamethoxazole (maximum dose
800mg/day of sulfamethoxazole and an Itraconazole prophylaxis, at a daily dose of 10mg/kg for children and
at least 200mg/day for adults.

II. GENERAL RECOMMENDATIONS FOR PATIENTS WITH CONFIRMED PID

The treatment of PIDs is complex and generally involves both supportive and definitive strategies. As such,
therapy should be coordinated by a clinical immunologist with expertise in the management of these disorders.
1. General recommendations for all types of PID (2,4)

o All healthcare professionals consulted must be informed of the diagnosis (eg, to avoid intramuscular
injections and live viral and bacterial vaccines in patients with PID).

o Patients and their family must be aware of their diagnosis of PID, their susceptibility to infections, and the
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signs that indicate a consultation.

o Patients with PID should consult an infectious disease expert before traveling

o Almost all patients with PID should be vaccinated against influenza. Vaccination of close contact is recommended.
o Observance to prophylactic treatments is essential.

o General principles of good hygiene are essential for patients with primary immunodeficiency diseases and their
families (regular bathing, use of soap).

o A healthy diet provides nutrients essential for normal growth and development, body repair and maintenance is
essential.

o Physical activity (eg swimming, biking, running and walking) should be encouraged. These activities promote lung
function, muscle development, strength and endurance.

2 Prophylactic measures for specific PID

a. Severe combined immunodeficiencies and combined immune deficiencies: SCID represents major pediatric
diagnostic and therapeutic emergencies. Patients mustbe isolated in a sterile room or atleast a “clean” room and transferred
to a referral center for curative therapy. Cotrimoxazole prophylaxis against pneumocystosis, antifungal prophylaxis
(Fluconazole before 1 month of age and Itraconazole after this age), and polyvalent immunoglobulin replacement shoud
be initiated(2). No live viral and bacterial vaccines should be administered to any member of the household, including
the patient(4). Inactivated vaccines and immunizations against encapsulated pathogens are recommended, but need an
evaluation of the humoral response when possible(2). Influenza vaccine should be given annually.

b. Agammaglobulinemia: The mainstay of therapy for patients with agammaglobulinemia is intravenous (IV) or
subcutaneous Immunoglobulin replacement therapy (5). The recommended starting dose of Ig replacement therapy
is 400-600 mg/kg/4 weeks for the IV formulation and 100-150 mg/kg/week for the subcutaneous formulation (6). For
patients with recurrent infections, prophylactic antibiotic therapy (particularly with agents that provide coverage of
Streptococcus pneumoniae and Haemophilus influenzae) may also be needed in addition to Ig replacement therapy(6).
The efficacy of inactivated vaccines is probably very low to null (2). Immunization with the oral poliomyelitis vaccine
and yellow fever immunization are contraindicated. Influenza vaccine could be contributive by producing a cellular
response; it is recommended annually (2).

c. Common variable Immunodeficiency: Immunoglobulin replacement therapy should be started immediately for
all patients with previous severe infection or repeated infections (>3 per year) and if the IgG titer is <3.5 g/L (2).
Replacement therapy must achieve a minimal residual IgG concentration of 5 g/L. Antibiotic chemoprophylaxis seems
to be necessary in patients with persistent infections despite “optimal” immunoglobulin replacement. Immunizations
against capsulated bacteria and influenza are recommended. For LOCID(late-onset combined immunodeficiency)
patients defined by the occurrence of an opportunistic infection and/or a profound CD4T lymphopenia, live attenuated
vaccines are contraindicated (2)

d. Chronic granulomatous disease: All patients should receive cotrimoxazole and Itraconazole prophylaxis. Despite its
role in increasing macrophage phagocytosis, Interferon gamma (IFN-y) is not used as a first-line prophylaxis(10). Usual
inactivated vaccines and ilmmunizations against pneumococci, Haemophilus influenzae, and influenza are recommended.
Live viral attenuated vaccines (measles, mumps, and rubella [MMR]) can be administered (3). BCG and salmonella
Ty2Ia vaccines are contraindicated (3).

e. Severe congenital neutropenias: Cotrimoxazole is prescribed as a first-line therapy in the absence of severe infection
or severe mucosal manifestations (2). G-CSF should be prescribed first for severe infection or extensive mucosal
manifestations. It should also be prescribed as second-line treatment if moderate relapsing infections or severe infection
occur under antibiotic prophylaxis(2). The systematic prescription of antifungal prophylaxis is not justified. Itraconazole
prophylaxis will be discussed in case of persistent profound neutropenia despite G-CSF administration. All routine
childhood vaccines can be given. Like patients with chronic granulomatous Disease, they should not be given the live
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bacterial vaccines (3). Annual influenza and pneumococcal vaccination are recommended (2).

f. Asplenia: Antibiotic prophylaxis with Penicillin V (50 000 IU/kg/day in 2 intakes per day (1 million units twice daily
for adults) and vaccines against encapsulated bacteria represent a major arm for the management of these patients (2).
Annual influenza vaccination is recommended (9).

ITI. RECOMMENDATIONS FOR CLOSE CONTACT

Close contacts of patients with compromised immunity should not receive live oral poliovirus vaccine. Particularly
important are annual immunizations with inactivated influenza vaccine; scheduled periodic pertussis vaccine (Tdap);
pneumococcal vaccine; measles, mumps, and rubella vaccine; and varicella vaccine for older contacts whose routine
immunizations might not be up to date.

If a varicella rash develops in a close contact, isolation of the patient is recommended, and varicella zoster immune
globulin could be given prophylactically. Treatment of the close contact or the patient, if infected, would consist of
intravenous acyclovir or oral valacyclovir (3)
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