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The purpose of this document is to clarify current variation in practices regarding the immunological work-up
and vaccine recommendations for children affected with 22q11 microdeletion (1,2). The below
recommendations are based on expert opinion (2).

This Guideline provides clinical guidance for all medical staff involved in the care and treatment of children
with 22g11 microdeletion.

The below recommendations are based on expert opinion (2).

For newborn diagnosis of 22q11 microdeletion, please refer to figure 1 for recommendations related to
immunological work-up and vaccine recommendations.

¢ Prior to administration of Rotavirus vaccines please ensure criteria 1, 2 and 4 are fulfilled in table
one.

o Prior to administration of measles, mumps and rubella (MMR) or measles, mumps, rubella and
varicella (MMRV) vaccination please ensure criteria 1-4 are fulfilled in table one.

For children diagnosed beyond the neonatal period, please ensure the following:

e Immunisations are up to date as per the National Immunisation Program (NIP), including
Annual is
also recommended. If a child is not up to date, see the for further
information.

¢ If MMR and MMRYV have not been received, please ensure criteria 1-4 are fulfilled in table 1 before
proceeding. Children aged = 14 years unvaccinated against varicella disease require 2 doses (1
month apart). See the for further information.

e See table 2 for suggested baseline immunological workup. If the child has received a primary course
of diphtheria, tetanus and pertussis (dTpa) vaccination (ie. 3 doses), please also perform tetanus
serology. Ongoing recommended periodic laboratory evaluation in patients with no T cell
lymphopenia or mild lymphopenia can also be seen in table 2.

Additional vaccination requirements in children with 22911 microdeletion:

e For all children with 2211 microdeletion, we recommend
(dose 4 Prevenar 13 and Pneumovax 23 from 4 years of age or 28 weeks
following Prevenar 13, whichever is later).

o Please also note, that patients with 22g11 microdeletion would also be eligible for a once in a
lifetime booster dose of Pneumovax-23 five years following dose 1.

. should also be recommended.

e COVID-19 vaccination should also be considered, see ATAGI recommendations for further
information.
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Immunological assessment in children with 22q11 microdeletion:

An immunologic assessment in all children with 2211 microdeletion is necessary to characterise immune
status (see table 2 for suggested investigations) and use the information to help assess infection
susceptibility. There is also the risk of immunoglobulin or humoral defects developing with time. Due to this,
periodic immunologic evaluation in 22g11 microdeletion patients is also recommended (see table 3). For
children with an abnormal immunological work-up, please contact immunology and consider referral to
Specialist Immunisation Service for facilitation of medical at-risk immunisations.

Approach to children with limited tetanus immunity:

Where feasible tetanus serology should be completed 4-6 week post a tetanus containing vaccine. In
children with limited tetanus immunity who have not received a tetanus containing vaccine within the last 3-
5 years, we recommend an . In children with limited tetanus
immunity who have received a tetanus containing vaccine within the last 3 years, then we would suggest
counselling that in the event of a tetanus prone wound, they would require an

+/- consideration of tetanus immunoglobulin (

).
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Figure 1: Immunological investigation for newborn diagnosis of 22g11 microdeletion in relation to live
vaccines as per the National Immunisation Program (NIP)

Newborn diagnosis of 22911 microdeletion

v

Perform lymphocyte subsets & Recent thymic
emigrants (RTE). Also, review TREC assay on
Newborn Screening Card

¥

e Proceed with immunisations at 2, 4 and 6
months of age as per NIP.

e Rotavirus vaccine is a live vaccination and can
be administered if criteria 1, 2 and 4 are fulfilled
in table 1 (see below).

e Medical at-risk dose of Prevenar 13 is
recommended at 6 months of aae.

If abnormal, contact
immunology and
consider referral to
Specialist Immunisation

v

4 weeks following dose 3 Infanrix hexa (DTPa-hepB-
IPV-HiB) please perform the following: Lymphocyte
subsets, IgA, IgM & IgG and Tetanus IgG

This assessment should generally be undertaken
between 7-11 months of age (ideally 4-6 weeks post
dose 3 Infanrix hexa), and prior to live MMR and
Varicella vaccines (facilitated at 12 and 18 months of
age as per NIP).

If criteria are not met,
contact immunology
and consider referral to
Specialist Immunisation
Service.

v

12 months of age: If the criteria are met in table 1,
proceed with immunisations as per NIP including live
vaccines: MMR (12 months of age) and MMRYV (at 18

months of aae).

Pneumovax-23 should also be administered at 4 years
of age. Please ensure a medical at-risk dose of
Prevenar 13 has been completed prior to administration
of Pneumovax-23 (8-week interval). For further details
on medically at risk Pneumococcal vaccines please see
. Please also note, that patients with 22q11
microdeletion would also be eligible for a once in a
lifetime booster dose of Pneumovax23 5 years following

If criteria are not met,
withhold live vaccines
and contact
immunology and
consider referral to
Specialist Immunisation
Service.

dose 1.
-

Ongoing vaccine recommendations as per NIP/SIP
(National and School Immunisation program).
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Table 1: Guideline recommendations for live vaccine administration in children with 22q11 microdeletion.

1. CD4 2 0.4x10°

2. CD8 = 0.2x10°

3. Tetanus IgG = 0.111U/ml (4+weeks after dose 3 Infanrix Hexa (DTPa-hepB-
IPV-HIB)

4, Recent thymic emigrant (RTE) = 50% (please utilise data from earliest
assessment)

If available and T cell numbers abnormal, consider either confirmation of normal TREC assay/result on
NBS.

Table 2: Recommended periodic laboratory evaluation in 22g11 deletion in patients with no T cell
lymphopenia or mild lymphopenia.

Lymphocyte X X +
subsets

RTE X

IgA, 19G, IgM X X X X
Tetanus IgG X X X +
Pneumococcal +# +# +#
serology

"Boostrix (dTpa) is administered as part of the School Based Immunisation Program at 12 years or
grade 7. Please facilitate tetanus serology 4-6 weeks post Boostrix administration.

# Decision to do pneumococcal serology is discretionary, with the need determined by other lab results,
infection history, access, cost, cardiac surgery with partial thymectomy and shared decision making with
immunology.

Recent thymic emigrant (RTE)
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