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Lays out 6 fundamental principles of care that

should be met to reach gold standard care for
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INTRODUCTION

'WHY A PRINCIPLES OF CARE DDCUMENRTACALL TO ACTION
Primaryimmune deficendes [ FIDs) area lrgeand growing group
of ower 23 different disorders, Guosed when some components
of the Imamune system (matnly cells and proteins) are defective.
‘Whille PIDs are penerally recognized as rare disorders, some are
muare commen than others. Taken as 3 whole, they represant an
impaortant groap of conditions that, B not teeated, cn be durenlc,
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life-long, serious, and even fatal The bves of patients with PIDs
are peofrundly Impacied by their condition. The immune system
normally helps the body o fight Infections cmssd by germs: (or
“miro-crganisms™) such a5 bacteria, vinses, fungl, and proto-
mwa. Owing 1o defecthes Immune systems, people with PIDS are
mcee prone ko infections. In sddition, 2 poordy regalated Immune
sysierm may start 1o attack Bemes, keading to inflammation, and
mnimmunity (1, 2). When PIDs are left undiagnosed or are
mitsdiagnosed, chromic iliness and disability take 2 heavy oll on
heafthcare resowros (3, 4],

The imumune system is divided imbo two parts, each of which
contains twn componenis: on the one hand, sofobie proteins may
be partcular for one germ (antibodies) or non-spectfic (oomple-
ment). The other components are cellular — those that are spedfic
fior one parmoanly (lrmphocytes) and imnate cells that are imvolwed
In dearing all types of infections (mich a5 phagooptes inchuding
macrophages and neutrophils).

Frimary imomme defidendes are owrently dassified inio
groups, depending on the partis) of the immune sysiem affected.
Cver half the affected patients have antibody Sfidendes and their
treatment consists of replacing the mising antibodies (3). Calu-
lar defects of lymphocyies are more severe and require: replace-
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Overview of the 6 PID Principles of Care %

Principle 1

The role of specialised
centres

Principle 2

The importance of
registries

Principle 3

The need for
international
collaborations

Principle 4

The role of patient
groups

Principle 5

Management and
treatment options for
PIDs

Principle 6
Managing PID
diagnosis and care in
all countries




Professional networks, recognised by Data catches attention policy makers ~ Awareness on dis., ne

HC providers_ Enables: therapies, etc.
Answer queries o - costs to be calculated Gain training
Establishment/use _reglstrle_s - Publications (awareness) Comparisons with other
Awareness promotion medical com - Comparisons w. other diseases countries
Principle 1 Principle 2 Principle 3
The role of Specia”sed The imp.OI‘tf’:Ince of The nee.d for
centres registries international
collaborations

Principle 4 Principle 5 Principle 6
The role of patient Management and Managing PID
groups treatment options for diagnosis and care in
PIDs all countries
tShhol\:/)v”’:t)he patient's perspective of Criteria for fast & reliable Need to stablish networks to spread
D.e . I { fients diagnosis knowledge, diagnosis, etc.
'agnosis rea’ Impact on patients Challenges to Ig therapy, HSCT Support from well stablished societies

QoL, prognosis WHO EML & patient groups.
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That's nice, but how do we use it?

* PID Principles of Care — comprehensive document

* Needs of adaptation to national reality
L Implementation toolkit
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Implementation toolkit

 What do YOU want for your country? What are YOUR
priorities?

« Making complex Issues understandable to your specific
audience:
* Facts & figures
* Infographics
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Now that we know how to use it, where
do we stand?

* How’s the care provided to PID patients in the world”? Different
regions? In your country?

L PD Implementation survey

* Reasoning behind:
* Provision of data to you

« Basis for comparison
« Advocacy tool at international, regional and national level
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PID Implementation survey

« Key learnings:
« Ambitious first step
* Great exercise and lots of feedback received — still not all NMOs!

« Complex, perhaps more explanations /rationale behind questions
should be given

 Looking forward to improving for the next edition!
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CHART2: Are these PID diagnostice available in your country?
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immunoglobulin

CHART4: Are these therapies available in your country for PID patients?
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CHARTS: Do patients in your couniry face the following challenges, with regards to availability of immunoglobulins?
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PID Principles of Care — next steps

* Analysis of data extracted from the Survey

* Publications

 PID Life Index
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