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AvAyKec yia Tov aoBevin

2opia Tavrou
[Mawdiatpog, EmyeAntoa A EZY
Tunua AvogoAoyiag-Iotoouppatotntag

EWdwd Kévtpo kat Kévipo Avapopag ya [NpwtomaBeic AvodgoavemapKeleg-
[Mawatpwn Avogodoyia

I". Nogokopeio Naidwv <<H Ayia Zopla>>



TMpwTtonaBOceic Avoooaverapkeieg (TTAA)

* AVAKOUV OTIC otdviec TaOnoeiC
(Eupwrn: omdvia maBnon <1:2.000 kaTtoikoug )

 Primary Immunodeficiency Diseases Worldwide: More Common than
Generally Thought, Bousfiha et al

J Clin Immunol (2013) 33:1-7
e ~70 % aoBevwyv adidyvVwWOoTO! (Notorangelo L, Hammarstrom L. 2004)
« ETepoyevn opdda > 354 diatapaxwyv pe TOIKIAEC EKONAWOEIC

Noipweic, autodvooeg ekdnAoeic, AsppoimepTAdaia,
auTopAeypovwon voonuarta, Kakonoeleg



TTpwTomaB¢eic Avoooavemdpkeiec (TTAA)

v ZTdvia eTepoyeVh vooApaTa dAAd TToAAaTTAdG

v’ Xpévia Noonpara

v TToAUTTAOKEC TTEPITITWOEIC

v ATtaiTouv e€e1dikeupévn ppovTida upnAov etiTTEdoU

v E101KkeUpéveg Hovddeg He eKTTAIOEUHEVO TIPOCWTTIKO

v TToAUTTAgUpN Ttpoaéyyion



Avaykn (kata Abraham H. Maslow)

Kdari mou amaiteital | €ivar amapaitnTo.

O pagikéc avOpwiveg avdykeg ivai
EKEIVEC TTOU ATTAITOUVTAI Yid TTARPN

actualization

OWHATIKA Kal YuxIkA euefia.
O avdykeg ToIkiAAOUV / e \
avdAoya pe 1o paOuoé ortov / Love and belonging \
OTT0iO €ival amdpdaiTnTEC yia emipiwon.

, , , , Safety and security
Ma 1o Adyo auTto, ouxvd Tagivopouvrai

o€ Hid 1epdpxia avahoya He Th OXETIKA / Physiologic needs \
eTeiyovoa avdykn Touc.




AvAykec Tou aoBevn pe TTAA

« TIpdéapaon-Eykaipn didyvwon

« TIpdéaopaon oth Bepameia

« Emapkhc tapakoAoUBnon



2.nuacia €ykaipng 01ayvwong

Eykotpn Aldyvwon ngluctépr]or]
LAYVWONG

E€sldkevpevn Mn e€elOIKELEVN
QVTLLETWTILON QVTLULETWTTLON

ldon Ty Eldkn
BXAA/SCID Bepameia

BeAtiwon noldtntag KOLVWVLKO- [EVETIKN

(wn¢ aoBevwv- OLKOVOULKO 0deNOG kaBobnynon
OLKOYEVELWV



Kpithpia éykaipnc-aciomorng oidyvwong TTAA

1.TTpwipyn avayvwpion KAIVIKWyY ekdnAwaswyv oxeTi{opevwy pe TTAA
TIPIV TNV EHPAVION ETTITTAOKWY

2. .EuaigOntomoinon évavTti Twv TTAA Kail evhUEPWTIKEC KAPTIAVIEC Yid
TNV TTapaTouTh TWV acBevv

3.0uopwvia yia pacikéc e€eTdoeic diahoyng d1aBEaipec ae 6AoUC Toug
yiatpoU¢ (T.X.YEVIKA AipgdTog, avooooPaipiveg)

4. Apeon tpoopaon oc e€10IKEUPEVO KEVTPO Yid Thv emipepaiwaon TNG
diayvwong kai Oepareia

5. Tumomoinon avocoAoyikwy 81ayVWOTIKWY TTPWTOKOAAWY Kal
ETMIKUpWON KAIVIKWY Kdl €pydoThpldkwy PiodeikTWy yid Thv TTpoPAsyn
ETUTTAOKWY

6.TTpdapaon oc yeveTIKA OUUPOUAN YIa TIC OIKOYEVEIEC TWV AOOEVWY HETA
Th didyvwaon

Chapel H, Prevot J et al, Frontiers in Immunology, 2014



‘Evykaipn diayvwon

« EBuaigOnTomoinon 1atpwyv d1a@opwv €181KOTATWV-VOONAEUTWY
* KAIVIKEC eKONAWaeIC atmd didpopd cUCTANATA

>  eVNUEPWTIKA aepivdpia-ouvédpid, pHaABAPATa @oITnTwy-
€10IKEVOHEVWYV

« Tlapamopth o€ €€ e1dIkeupéva KEVTpa He e€eIdIKeEUpEVO
TIPOOWTTIKO



E€eidikeupéva kévTpa

TTpoopaon amd 6Aouc Touc aoBeveic ae ToTKA £€e1dikeupéva
KEVTPA

Emionun oUvdeon/ouvepyacia peTall Twv Kévrpwy TG
Xwpag

Anpioupyia EBvikoU dikTUOU TTou TTdpéXEl TPOTUTIA PPOoVTiddC
1.katevBuvTnpiec odnyiec didyvwonc- Bepateia
2.KaTtaypagyn acOevwy
3.mpowBNnon empoppwaonc/suaicdnromoinong
4 .0UVTOVIOHUOC EPEUVWYV Ka! ETTIONHIOAOYIKWY HEAETWYV

AiaoUvdeon pe supwmdikd kai 81eOVA KEVTPA



‘Evykaipn diayvwon

« EuaicOnTomoinon 1atpwyv d1a@opwyv €101IKOTATWV-VOGNAEUTWYV
X KAIVIKEG ekOnAWaoeI¢ amd Oidwopa cuoTHUATA
> EVNUEPWTIKA ocpivdpla-ouvédpid, HaBnuaTa @oiTNTwV-£I0IKEVOHEVWY

« Tlapamoutn oe e€c1dikeupéva KEVTpa He € EIOIKEUPEVO TTPOOWTTIKO

* vwon Twv TTpwToma®wv AvoooaveTapKeiwy

2 uvexi1{opevn ekmaideuon/ emipdpPwon TPoowTIKoU €€ eISIKEUPEVWY KEVTPWY,
KATATPA®H AZOENSIN, emte€epyaoia dedopévwy, HEAETEC
MeveTikA d1dyvwon
* AVIXVEUTIKOC VEOYVIKOC €AEyXOC



Kataypapn acOevwy

e 2.TTAVIA VOONHUATA === TrepiopIoHéva eTIONHIOAOYIKA OTOIXEId
* TToAUTTAOKA VOONUATA === TTAOOYEVETIKOI HNXAVIOUOI
véa 0cdopéva
EBvikn Kataypaen
EpvaAcio: 1) emimoAaopoc Kai emMimMTwaon voonpdTwy
2) TepIoXEC HE XAPNAG TTooooTo didyvwaong
3) TAnpowopiec axETIKA He TRV KaBuaTépnon
d1dyvwaong Ttou cuvOE£ETAl HE voonpoTNTd
4) tpoPAeYn Ao TIC UTTNPETIEC UYEIAC TWV
amaiToUdevwWyY BepameilyV Kal ToU KOGTOUC
MeyaAUTepn EBvikA KaTaypagh: 2005 MaAAia (CEREDIH)
6.602 aoBeveic (Zemt 2018) [Mahlaoui N picard ¢ et al, TACT,2019]




Kataypagh acBevwyv

AieOvAC eumeipia
d Mikpdc¢ apiBuo¢ acBevv ava xwpa - die€aywyn epeuvwy

d Ouoiwdnc via kKévTpa pe Teploplopévo apiBué acBevwy avd véonua
Kdl ePTTEIpia

Q ESID: 1992 (Xoundia) kai péow diadikTuou 2004
>30.000 aoBeveic (2018)-180 kévtpa

d LASID, ASID, USIDNET

Q H EAAGda ouppeTéxel otn ESID pe TuAuara :

"N. TTaidwv «H Ayia Zogia»

I".N.A. «o EuayyeAiopoc»

A" B, T kat A" TTav. TTaidiatpikic KAivikic Tou ATTO

Kdl o€ ouvepydaia pe Thv EAAnVIKA ETaipeia AvoooAoyiag

> eMXElPNOnKe n avamntuén EBvikoL Siktuou kataypadnc Twv

dedopevwy Tov Opw dev katopBwoe va ptaoeL oTo eNBLUNTO
eninedo




AVIXVEUTIKOC €Aeyxoc Neoyvwy yia BZAA
Neonatal screening for SCID

> Tlepiypdpnke [Chan K,Puck IM, JACI,2005] (Guthrie card)
» 2008: miAoTikd (Wisconsin, USA), emimtwon 1:100.000
> 2017 : 92% veoyvwyv (USA)
> Aek 2018: 100% veoyvwy (USA) 1:40.000

» TTihoTika: ITaAia, Zoundia,leppavia,OAAavdia, Iatwvia,
FfaAAia, Iomavia, Noppnyia,Hvwpévo BaaiAeio,
Toupkia,ZAopevia,
> aoudikh Apapia, Ipdav, IoAavdia, Aavia ka1 BpaliAia

[King JR,Hammastrom L
Newborn Screening for Primary Immunodeficiency
Diseases: History, Current and Future Practice.

J Clin Immunol, 2018; 38(1): 56-66] W World PI Week



TTpoopaon oth Bepamcia

o OgpameuTikéC emiAoyéc TTAA:

MeTapooxeuon apxEyovwy diHOTIOINTIKWY KUTTApWYV, Y-0@adipivh,
avoooTpoToToINTIKA pdppaka, £vlupa (ADA)

pdppaka £vavTi Twv AolpwE ewv
ovidiakn Bepameia
Kal UTToaThPIKTIKA (puaioBepameia, YuxoAoyikh uttooThpiEn)

o TlpoUmoBéocic:

1.AcpdAcia

2.AToTEéAeoPaTIKOTNTA

3. AiyoTepecg avemOUUNTeC evépyeleC viad Tov aoBevi



MeTapooxeuon apxXEyovwy diOTIOINTIKWY KUTTAPpWV

1968 MiveooTa: X-SCID
« EAAGda: 1993: MMO T .N TTaidwv «H Avyia Zogpia»

TTpokAhosic:

1. Avayvwpion acBevWyv TIpIv TNV ykaTdoTaon HNh avaoTpEYipwy
PAaPpwyv oe CwTIKA Opyava €1d1kd HeyaAUTepa Ttaidid Kai
EVAMIKEC

2. EUpean katdAAnAwyv doTwyv agou n cuppartotTnta peTall d6Tn-
AATITN €ival ouoiwodncg vid To KaAn ékPpaon

3. BeAtiwon tn¢ ékpaonc oe moAuTtAokeg TTAA

A/

*  MeAéTeg oxnudTwy XnpeloBepameiac



r-odoatpivn

* > 60 xpovia oThv KAIVIKA TTPAKTIKA (evdopAéPia-umodopia)
TTpokAnoeic:

1.

2.

ook w

TTapoxn xpnHartodoTnong waore va e€aocpaAioTtei n d1aBeoipdTNTA OF
TPOIOVTA Y-0Waipivhg o€ KABe xwpda

‘Evkaipn didyvwon wote va amopeuxOoUv emMITTAOKEC OXETICOUEVEC
He AoIHWEEIC TTX PPOYXIEKTATIEC

EmiAoyn Tng KatdAAnAng Oepameiac kai 66on¢ yia kdBe aoOevi
AuEnon Tn¢ déonc ota aidid avaloya pe Thv auénon Tou B
Exkmaideuon yia éyxuon oTo OmiTI HE OUXVA TTapakoAoUBnon
E€ci1dikeupévo VOONAEUTIKO TTPOOWTIIKO Yid vd aTTopeuxOouv
avemQUunTeg EVEPYEIEC ATIO UN OWOTH TEXVIKA £€yXuong oTIC
apXIKEC eyxUaOeIg

BeATiwaon Tn¢ ékpaonc yvia acBeveic mou xpeialovral TpOcOeTEC
OcpaTeieg

TTpoTtepaiéTnTa TWY TTAA aoBeviv oe Tep16douC EAAEIYNG
(o1kovopIkoUC Adyoug h Helwpévng 01aBeaipoTnTac)



PéAoc Tou cuAAOYoOU aoBevwv

Q «®Pwvn» Twv agBevwy via Th 01ekdiknon TWV OIKAIWHATWY TOUC
otn di1dyvwon, Th Bepameia Kail Thyv TapakoAoUBnon Toucg EvavrTi
TWV dpXWV Kail oTn 01duéppwaon Twv TTOAITIKWY ATTOPATEWY

O MeTagépel Ty epmelpia Twv aocBevwy PeTA Th didyvwon Kal Th
Ocpameia

d 2ZuppouAevel, ekmtaidevel kal uttooTnpilel Toug aaBeveic, TIC
OIKOYEVEIEC KAl TOUC TTApOXOUC UYEiag

a Evnuepwvel oxeTika pe TIC TeAeuTaieg €eAifeic, emoTnHOVIKEC
Kdl gn T.X. TTOAITIKEC amowdoelc, TTapoxX Oepameiag

O 2uppeTéxer oTn cUAAOYA OTOIXEIWY KAl KATAYPAPA TWV
aoBevwy

A KivhtApia dUvapn oTnv evnuépwaon Kal evaioontotoinon
d IPOPT: 18pUBNnke 10 1992-60 £BvIkoUC ouAAdyoug- 2013 TPIC



Emapknc mapakoAouBnon

o Bykaipn didyvwon kai otoxeupévn Oepameia == avfnon
emiPpiwong — HNn avapevopeveC ETITTAOKEC

o TTpoopaon oc 1aTpouC diapdpwyv €10IKOTATWY Yid
avTIHETWTION TIOAVWV ETTITTAOKWY

o YYNAAC moi16TnTac d1ayvwoTIKd epyacThRpid TT.X.
AdKTIVOAOYIKO, 10TOTTaBoAoYIKO

o TpomoToinon Oepameiac pe PAon TIC avaykeC Tou doBevouc
Kdl KOIVWVIKEG- OIKOYEVEIAKEC

o ZUUPOUAEUTIKA yia kaBnuepivoTnta T.X. Tagidi, hobby

o [eveTikA oUUPOUAEUTIKA 0TOUC aoBeveic

o YuxokoivwVvikA oThpIEN aoODeVWV-0IKOYEVEIWY

o MeTdpaon aoBevwyv



AvaykaiotTnta Tn¢ Hetdpaong

» au&non Tou TogooToU TTaIdIWy He XpoOvid VOONHATA TTOU YivovTal
epnpot

> ATTOQUYR Onpioupyidg «Kevou»

o kaBuoTépnon otn BOepareia

o alfnon €MTAOKWY

o Kakh o1oTnTad CWAG

HE KOIVWVIKO Kdl OIKOVOUIKO KOOTOC

% AoBeveic pe Z.A
ouvételd ota pavtepoU 94% mpiv Tn peTapaon
57% 2 xpovia HeTd

> 10XUPOC OcONOC UE TOV TTAIdiATPO



IPOPI epwtnpatoAodyio

8 AtrpiAiou - 17 OkTwppiov 2011
300 : aoBeveic (72%) -yoveic (18%)

46% TwWv aoBevwyv Tapouciacav chuavTikh kaBuoTépnon HeTall Tng
apXIKAC uTtoyiag kai Thv emionun d1dyvwaon
84% 6AWV TwWV AdoOEVWYV ETIOKETITETAI £101KO AVOToAdYo
53% evdopAéPia xophynon - 47 % umodopia xopnynon
74% 1kavomoinpévol pe Tn Bepameia
TTovoképaloc aTnv evdopAépia XopAynon Kai oidnpa /moévog oThv
uttodopila xopAynon
(iv) Xopnynon ato omiTti /
(sc) apiOuodc TpuTNHATWY - TTPOYEHIOUEVN oUplyyd

Xwpog, o apiBudc TWv TpuUThUATWY, ouXvoTNTa Bepanciag, eveAigia
TIPOYPAUHATIOHOU KPITAPIA £TIAOYNC Oepateiag

Talid1 oe pakpivh xwpa R >2 epdopddec,
TTEPIO0OTEPN evEPYEld, emioTpop oTh (wh Ttpiv Tn didyvwon
17% ATav guxapioTnuévol pe To ZUAAoyo aoBevv



2. UuTTEpaopartikd

H omavioTnTa, n KAIVIKA eTepoyéveld KAl N TOAUTTAOKOTNTA TWV
TTAA amaiToUv ToAUTTAEUpN Kai e€e1dikeUEVN TTpoaéyyion

H suaiobnTomoinon kai n yvwon odnyouv aTnv £ykaipn
didayvwon

H éykaipn d1dyvwon Kai N 0TOXEUHEVN-EEATOHIKEUHEVN
Oepameia ouppdAiouv oTh TpOAnYn emITTAOKWY Kail PeATiwaon Tou
TIPOo0OOKIHOU eTIpiwong

H ZYNEPTAZIA iatpwyv, aoBevwy, CUAOYWYV Kdl KpATIKWYV
UTTNPECIWY KPIVETAI avaykaia waoTte va e€aopaAiovTai ol
avdykeg TwWv doBevwv
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