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Ot Ipotonabeic Avocoaverdpkeleg | Eyyevi AdOn ¢ Avociog (IEIL, Indorn Erros of Immunity)
TPOKOAOVUVTOL OO LOVOYOVIOLOKEG OTOPOYES OTOL OPYXEYOVE OUUOTOMTIKE KOTTOPA Omd TO
omoio. TPOKVATOLY T KOTTOPO TOL OVOCOTOMTIKOD ocvotiuotog [1]. Ilpoxvmrovv amd
JTOPAYES OTO OVOGOTOMTIKO GUGTNUA €iT€ OTOL TAAICIL TOL GLGTHUOTOS TNG QUOIKNG (UN
€01KNG) €lte ™G €0KNG avoosioc. Zouemvae Pe TV mo mpoéceatn tavounon e AteBvoig
‘Evoong Avocoroyikemv Etapeidv mov dnpocievtnke 1o 2022, avayvopilovrar 485 Evooyevn
AGOn g Avociog, aplBuog mov avcaveton paydaio yapn GTNV YPNON TOV VEOTEPMV YOVIOLUKDV
teyvikav [1]. Avaroya pe v vrokeipevn avocoroyikn dwatapayr], avtd to. Evdooyevn AdOn g
Avociag ta&wvopotvtar oe 10 wammyopieg [1]. T v €ykaipn avayvopion ovtdv ToV
dwtapay®v o KAMviko eminedo, éyovv Oeomictel to *10 mposwdomomTikd onueio yio Tig
[Mpwtomabeig Avocoaverapkeleg’ amd to Jeffrey Modell Foundation Medical Advisory Board
[2]. AVo o1 mepiocdtepa amd ovtd BETOLV 1GYVPY Vol Kot KOTELOVVOLV TPOG TEPALTEP®
éleyyo. Ta mposdomomrikd avtd onueio eotalovy KoTd KHPLO AOY0 6€ AOUDEELS (ALENUEVOC
aplOpoc AOOEEMY, GLOTNUOTIKEG AOWMEES pHe KOKN/OVOKOAN avtomdkplon ota cuvion
avTiflotikd, AomEelg amd evkaiplokd maboydva). Qotdco, dmwg owumotoddnke kol omd
dnpocievon oto JACI tov 2021 [3], dev eivar pOvo ot AOUDEELS OV Pmopel Vo KOTAGEIKVOOLV
o vrokeipevn Avocoavendpkelo. [ToAheg Qopég ol TPMOTEC /KoL Ol HOVOIIKEG EKONADGCELG
AvVOGOaVETUPKELOV UTOPEL VO TPOKDTTOLV atd OLGAELTOVPYIO TOV CVOGOTOINTIKOD GLGTILLOTOG
(Immune Dysregulation) kot va Tpofdilovv wg Avtoavocio, Avtopieypovry, Kakonbewo 1/xot
Aldepyia [3.4]. H adhepyun oAreypovn, poali pe GALeG LOPPES 0VOGOGOAOYIKNG amoppLOuong
(immune dysregulation), moapovcidletor ocvyvd oe acbeveig pe IEL. H ocofopn oriepykn
QAeYHOVY pmopel var etvar 1 LoV 1 M IO TPAOUN EKONAMON L0 HLOYOVIOIKNG 0lVOGOAOYIKNG
dwrapayns. O o6pog Ilpwronabeic Atomkéc Awatapayés (primary atopic disorders, PADs)
XPNOIHUOTIOLEITAL yio. VO TEPTYPAYEL [0 OHAdO KANPOVOUIKAV HOVOYOVISIOK®OV GAAEPYIKOV
voonudtov. Méypt onuepa eaivetar ott amd 485 povoyovidraxd aitia IEL, tovAdyiotov 39 eivan
PADs [5].IloArég PADs éxovv meprypaget mpdsoata, mepimov 50% avtdv tnv mponyoduevn
dekoetio kot 25% to tehevtaion 5 €. Ot VIAPYOLGES dAYVOOTIKEG KatevBuvtnpileg odnyieg
UTOPEL Voo UMV EMOPKOLV Yo, TNV KATOAANAN OVOYVAOPION TNG YEVETIKNG KOl (QOIVOTLITIKNG
noAvTAokOTTOS TOV LILAPYEL 6T PADs.

[TepiParrovtikol mapdyovieg Kot mapdyovteg Tov EEVIOT] GLUPBAAAOVY GTNV ETEPOYEVELD TMV
KMVIKOV €KOMADGE®V aKOpo Kot o€ 0cBevels pe v 10t yovidlokn dtatapoyr, e OTOTELEGHLOL
™V mowiAn oteodvtikdtta. To atomikd yopaktnplotikd pepovouévov achevov pe PADs
pumopel va mowidovv oty Owdpkewn ™ (NG TOvg Kot véa atomiKd ototyelo pmopel vo
epnpavifovrar kabmg ov acbevelc peyoimvouy. Av kot 1 SIEIGOVTIKOTNTA KOl 1) EKPPACIUOTNTO



tov PADs mowilovv, 10 0Ogtikd owkoyevelakd t1otopikd IEIs 17 PADs e&ivar moAvtipo
TPOEWOTOMTIKO ONUEI0 KOTEVODVOVTOG TOV EAEYYO Y10 DTTOKEILEVT] LOVOYOVISIOKT] OlVOGOAOYIKY|
dwtapayn. Ta mapadociakd ‘mposidomomtikd onueia’tov IEI divouv éupacn oty mapovcia
rowoéewv, mapaieinrovrac dAha coPapd onueia IEI dnwg eivon n kakonOeta, n avtoavocio Kot
n oArepyio.Kotaiyovpue oe 7 khvikd red flags yio vmokeipevn PAD, po vroopdda tov IEIs
oL TPoPAAEL e avocoLoYIKY] amoppLuion & aiiepyikr eAeypovn [6].H mpon avayvopion
kot duyvoon tov PADs pmopel vo petafdiiel dpapatikd v Oepomevtikn mapéufoocn oe
avtohg Tovg acbeveic Pedtidvovtag v emPimon kot v mowotnta ™ (ong tovg. Kowd

yopoktnpotikd tov PADs eivar 1. H mpowun gpuedvion otomikng vooov, cuvnlmg Katd
yévvnon 1 o1ovg mpdTovg Unveg g Comg, 2. ZoPapn atomik) vOoOS TOL OEV OVTATOKPIVETOL
omv ovvnOn aywyn, 3. Tlohd vynAég Tipnég Th2 Brodeiktdv (Hoowdeia kot IgE), 4. TTapovcia
OVTIOTOYNG VOOOUL KOl 6€ GAAOL LLEAT TNG O1KOYEVELNG N 10TOPIKO aupopéiog, 5. Tomikd KAviKd
YOAPOKINPIOTIKG OO TPocwneio, 6. Avocoloyikég dwutapoyés, 7. AMOTEAEGUATIKOTNTO
oTOYEVUEVOV Bepameldv Onwg avocotpomoromtikol mapdayovies. Khuvikd Red Flags yio avtéc
T1G daTapayéc mapovstaloviar otnv Ewova 1.

SOUQOVO LE TO EMIKPATOLVTO KAWIKE & €PYOsTNPlOKd YopoKTNPloTKd Tovg, ot PADSs
Ta&vopovVTOL 6€ 6 LUPOPETIKOVG POIVOTVTOVG:

[1] Omenn syndrome (OS)
[2] Hyper-IgE syndromes (HIES)
[3] Wiskott-Aldrich syndrome (WAS) & WAS-like conditions

[4] Immune dysregulation, polyendocrinopathy, enteropathy, X-linked (IPEX) & IPEX-like
conditions

[5] CBM-opathies Loy® petodhdéemv o€ yovidro Tov Kodikomorovv Yo iCaspase
recruitment domain (CARD) proteins — B-cell CLL/lymphoma 10 (BCL10) - MALT1
paracaspase (MALT1), 6’a pali vo Tov 6po CBM complexes

[6] owa@opes arreg IEI mov mpofdrovv pe arrepytkég EKONADGELG
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Red flags to suspect inborn errors of immunity with atopic phenotypes

Secur 1oeal IgE > 2000 KU especially in the fiest 3 months of life

Congenital ichtyosis

Atopic

mm(wuww pathogens and Merpesviridae, including

+ severe ecsinophilia (> 1500 cells/mm3)
£ stopic datheus
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