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Primary
. Immunodeficiency Mporonadeig Avocouvendpreieg
! (PID) MAA

Primary immunodeficiency MMAA givor P YEVETIKG
diseases (PIDs) are a 3 EVIIG OpGd o VOO PaTOV
genetically  heterogeneous TQ omoia ennpealovv
group of disorders that GUYKEKPIPEVES GUVIGTAOGES
affect distinct components of ™mMGg $RQUTNG KOl ETIKTNTNG
the innate and adaptive avooiag.

immune system,

L

Infections are the hallmark H
of immunodeficiency.

ouvvn0éoTepn KAMVIKRQ
gxonioon givan oL

VTOTPOTIALOVGES AopdEELS.

Infections are the most Ektéc opog amé tnv avénpévn
common illnesses among gvowoOnoic ko emppénera
the PID patients although, ot lowpndéeig, N ekdRroon

allergic, autoimmune, oliepyiog, GVTOOVOGIAG,
cancer or lymphopro- veomhoopoTik@®v 1 Aepgov-

liferative disease are not @EPTAAGTIKAOV VOONPATOV OEV
rare givor omavia

(PID)

up of rare diseases of the Opada OTAVI®Y
immune system VOO PATOV TOV
aVOGLOKOV GUGTIHATOG.
Primary immunodeficiency
diseases are not as rare as once
believed.

O [MTAA dev givin TéOO
OTLAVIEG.

“"in  vivo m@Eapdpa
™G @vong ”

"in vivo experiments of Nature”

(Today, more than 200
syndromes have been
recognized)

(éxovv tavtomomfsi >200
Kal mAEov avvopoua,)

.‘ PID L
|

Diseases of the immune
system, as a conse-
quence of a deficiency,
disorder or even dysre-
gulation,

A}

inefficient or fault
immune response

Noonpara TOV OVOGLOKOD
CUGTHNOTOS pe  ehheipparo,
owtapayés 1N dvehertovpyieg
PG 1| TEPLGGOTEPMOV AVOGLUKAV
TOPUPETPOV 03N YEL €
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avoGoamoKpion
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Classification of PID

. (WHO/1UIS, up to
! 2000)
-

»Combined immunodeficiencies

> Predominantly
deficiencies

» Other well defined

immunodeficiency
> Defects of phagocyte function

» Complement d encies

antibody

Tagivéunon MAA

»Xovovaopéves T ko B
UVOGOUVETAPKELES

»Kopa
OVOGOUVEMAPKEIEG

OVTICONOTIKEG
>A KOAG Bopropéva
GUVOPOJLO. UVOGOUVETAPKELUG

»Xoyyevy & 1At TOV
PUYOKVTTAPOV

»E)heippote 1OV IpOTEIVAY TOV

Classification of PID

Ta&wvounon IIAA

(1UIS, Geha et al, JACI2007)

»Combined T cell and B cell
immunodeficiencies

» Predominantly antibody
deficiencies

» Other well defined
immunodeficiency syndromes

> Diseases of immune dysregulation

> Congenital defects of phagocyte
number, function, or both

» Defects in innate immunity

»>Xvuvdvaopéveg T ko B avocoavendpkeieg
» Kopro ovTicONaTIKEG AVOGOUVETAPKEIEG
»>Alho Ko koBopiopéva  ovvépopa
UVOGOUVETAPKELUG

»>Noonpata avocrakig dvchertovpyiog
»Xuyyeviy SAAEIppOTE TOV QAYOKVTTAP®V
(ApOpdg, Aertovpyia)

»E)leippata g pn £181kng avooiog

> Autoinflammatory disorders > Avtopheypoverdn voorpata

ZopainpoOpetog
» Other primary immunodeficiency

diseases

» Complement deficiencies »E)Mgipporta TOV TPOTEIVOV

Youmino®uatoc

. 10 Warning Sings 10 dmomta / avnovynTKG .
CUPUTTAONATA ‘ DIAGNOSIS

! of PID ! .

>>4 new ear infections within 1 year >4 otitideg péoa oz 1 (povo
Delays in diagnosis can

>>2 serious sinus infections within 1 +>2 cofapég rypopitideg péca oe 1
year 5 Vi

“'r>2 months on antibiotics with little {f:;ow']vs; avTifroTicn oyoyq yopic lead to irrcparablc
effect GVOPEVOREVO amOTEAEGHA organ system damage
s i “*>2 nvevpovisg péca oe 1 ypévo and thus immuno-
deficiency should be
promptly considered.

AIATNQcH

Apgon owyvoon tov IMAA diotu
KG0g kKaBveTEPNON 6TV Nrdyveon
pmopei va odnynesl og
avenavopOmrteg Brafeg opyavov

»>Failure of an infant to gain weight
grow normally

< Avemopkilg  mpooinym Papovs 1
>Recurrent, deep skin or organ

COPATIKT] avVATTUE

“*Ynrotpomalovra UTOGTINOTO
stent thrush in mouth or fungal dEPRATOG, VMV, CTAGYYVOV

infection on skin

»>Need for intravenous

clear infections

»>2 deep-eated infections including

septicemia

> A family histori of PI

< Emnipoveg otopotitideg 1| deppatikég
ropdéeig

S Avaykn evoo@rifac ayoyis Yo
OVTIPETOTION LOIPHDOEEDV

“>2 LopdEELS 0pYaveV 1) snyopia

+* O1K0VEVELIKG 16T001KO TTAA

Avayvopon [TAA KATATPA®H TTAA

.‘ PID REGISTRY
|

: . KaOoproriknyg onpaciag
»>Saves lives

>+ Improves health, quality

of life and lifespan in
ntified patients th ) S ; MAA

effective treatment : , »the prevalence,

>+ Allows patients to receive ~ 7 Ospansio »incidence, and

effective  treatment that (PEMTi®ON TG MOL6TNTOS COdilS) > patterns of PID

enables them to live a

productive life; working and > 1 KMk} wepépfacn

contributing to society (mpoyeveTikds  £heyyog,  YEVETIK

> Allows cost effective Ka6081YyNO1 TNG OIKOYEVELNG)

treatment

O TeP1660TEPEG AVETTUYPEVES

»Most developed countries , . X
(OUV  dNUIOVPYHGEL

> 1 Eywauapn dayvaocy have created registries to X®PES

TPOKELPEVOV
EKTIICOVV

» Ty cvyvéryra

» Tov ap1Buoé xai

» To gidog twv ITAA




‘ REGISTRY KATATPAGH
|

Registry is a database.

It is a platform for
»>epidemiological analyses
as well as

> the development of new
diagnostic and
»therapeutic strategies and
> the identification of novel
disease-associated genes.

Me v xoatoypagnq tov ITAA
gmroyydvetor pio Paon osdopévov
OV TPOGPEPETAL Y10

» emMONMOLOYIKEG OVOADGELS,

>NV ovantudn véOVv L0y VOOTIKOV
» 0EPUMEVTIKOV OTPUTNYIKOV Kol
>NV T0uTomoinen viéwv yovidiov
OV GUVIEOVTAL IE TNV VOGO.

T onpaivel Kotaypagn

.‘ Registry
=

PO ovAloyY] oToYyEiOV TOV 060EVAOV
Data collection includes: ] X g g

mov teprhopfavouv:

» Clinical picture of the
disease

» Laboratory findings

» Therapy/ies

» Complications

- TV KAkl TPofoir THGS voGov
- TA EPYACTHPIOKD. EVPHUATO.

- 70 gidog Ospancios/Gepameryv
- TIG TOYOV EMTAOKES

of Xopmeprropfaver cvihoyn

» Collection 5 i
IMNPOYPUPIK®OV TANPOPOPLE

demographic data

EE

Safety monitoring (orphan drugs) Ac@ul TapakorovOnon

e/phe : =

QUIVOTVTTIKOV
YEVOTVTTIKO

.l . v DED & VOV
association studies OECUILLYOH ne

Kotaypaon ;3355

S OTOTOTOGY KOl Gpo  YvAOoN

Description of the ,
T0V TPOPApROTOG

problem

< pe v npéofacn oty Kowi
paon dedopévav TV voonudTOv
avgavetal ] TEPLOPLOPEVT
gumepia TOV OTTAVI®V
VOGN LATOV

Access to the common
data base increases the
limited experience
raletive to PID

N - )

! Benefits of Registry O09éM Karaypagiig
|

Awvopn TANPOPOPILAOV GTOVG
ao0eveis Kol TOVG KAMVIKOVG
1aTPovs TOVS
V1oV véov 0sparsidy,
v KOAMTEPNG TPUKTIKIG KL
v 0époTo 0sQareog

Distribution of information

to patients and their clinicians
v'on new therapies,

v'best practices, and

v safety issues

Clinical epidemiology Kl emdnoroyio

Clinical effectiveness Khvu amotehespotikotnTa

1975-1995 (125 aoBsveig)
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2010 (222 aobsveig)
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http://www.paed-anosia.gr
http://www.esid.org
http://www.ingid.org
http://www.ipopi.org
http://www.info4pi.org
http://www.primaryimmune.org
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