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[TPQTOINAGEIX
Ly ANO2ZOANEINAPKEIEZ

Xpovia KOKKIWHATWONG VOO 0G

Avetrapkeia TTPOOKOAANONG
AEUKOKUTTAPWV



AveTTApPKEIEC T-AEPPOKUTTAPWYV

» 2o0Bapr) cuvduaouévn avoooavettapkela (SCID)

» AveTTapKela atTauivaong adevoaivng

» AVETTAPKEIQ PWOPOPUAACNC VOUKAEOOIDIWV TTOUPIVNG
» Avetrapkeia MHC tagnc

» 2Uvdpouo DiGeorge

» KAnpovouikn aracia-TnAeayyekraaoia

» 2uvdpouo Wiskott-Aldrich

Roitt I, Rot



AveTTapKelEC B-Agu@oKkutTapwy

» Quloouvdetn a-yaupa-ceaipivaiyia (X-LA)
» Avemmapkeia IgA

» Avemrapkela uttotacewy IgG

» Avoooavetrdpkela pe augnpevn IgM (HigM)
» Kolivn) ToikiAn avoooavetrapkeia (CVID)

» [Napodikn uttoyauuac@alpivaiyia TnG BPEPIKAS NAIKIOC
» 2Uvdpouo Good (BUpwua & uTToyaupacealpIvVaIldia)

Roitt I, Rot



KOINH MOIKIAH
ANO2OANEIAPKEIA

» [MpwToTraBn¢ diatapaxn XUMIKAG avoaiag

» KUpIO XapaKTNEIOTIKO: UTTOYAUMao@alpIvaldia (0€ TOUAAXIOTOV 2
KATNYOPIEC)

» Meiwpuéva ettitreda Avoocoo@aipivng G (ouvnBwc utrotaéewyv IgG1 &

NMAPAAAHAA ME

» Meiwpéva emritreda Avoooogaipivnc M (IgM)  Avoooogaipivng A (IgA

» AlatapaypEvn avTICWPATIKA aTToKplon (TTapd Tov TTapKN apiOuo B-
NAEPUPOKUTTAPWYV)

Bonilla FA et al, J Aller



KOINH MOIKIAH
ANO2OANEIAPKEIA

Pan American GroupA)i meunodeflmency (1999)

» Melwpéeveg Tlp
UEiwan €ite Tw

» [NAnpwaon kai Twv 3 KATWOI KpITr]plwqx p'o'TIK
» Alayvwaon o€ nAIKia > 2 eTwv

» [MTwxN avTatrokplion o€ eUBOAIaCPO (i aTToUdia ICOAINATOYAOQUTIVL
» ATTOKAEIOPOC AAAWYV AITiWV UTTOYOUUACT@AIPIVAIMIAC

Bonilla FA et al, J Alle



KOINH MOIKIAH
ANO2OANEIAPKEIA

KopTikoeg1dr}, avBeAovooIakd, KATITOTTPIAN, QAIVUVTOIV,

HEfpEre KapBauadeTrivn, rituximab
2UYYEV AvoooaveTtdpkela ue augnuévn IgM, duAooUvoEeTn a-yapuo-
voonuaTta o@aipivaiyia, KAnpovouikr atagia-TnAsayyektaoia

XPWHOOWWIKES

avwpoAIEg Tpiowpia 21, TpiIcwpia 8

loyev voonuata | HIV, EBV, ouyyeviic CMV

KakonBeic véoor  NHL, XAA, TToAAaTTAOUV HUEAWMO

KataoTtaozel . . . .

ATTGAEID S VEQPWOIKO OUVOPONO, EYKAUUOTA, EVTEPOTTABEI HE ATTWAEID
\Elas AEUKWMATOG

AEUKWHOTOG

Bonilla FA et al, J Alle



KOINH MOIKIAH
ANO2OANEIAPKEIA

» H mo ouxvl 2YMINTQMATIKH trpwToTTabnc avoooaveTtapkela
TTAYKOO MiWC

» EmmoAacuocg: 1 ava 25000 tmTAnBuopuou (diakupavon: 1 ava 10000 £wg
ava 100000)

» ATTPOoOdIOPICTO TTOCOOTO AdIAYVWOTWV...

» Xwpic dlagopoTroinan ava QuAn N ava euio

» Oxi yia yepgovwpevn vooog aAAG ouvOuao oS OUVOPONWY
UTTOYOU A @AIPIVAIUIAC DIAPOPETIKNC YEVETIKNG APXNS

» «[ToIKiAn» AOYW ETEPOYEVWV KAIVIKWV EKONAWCEWVY

Roskin KM et
Bonilla FA et al, J Alle




[ToIKIAiO uNXavIoHWY ava TTEPITITWOEIC AOBEVWV:
» Alatapayxn otnv IKavoTnTa TwV T-AEUPOKUTTAPWY VO CUVTOVIOOUV TA

AEPPOKUTTAPA
‘H/KAI

» Alatapayxn TG atrokpiong Twv B-Agu@okuttdpwy ota onuara amo 1a T-

AEPPOKUTTAPA

2.UvOeTn TTaBoualoAoyia...

Ta B-Aep@okuTttdpa Bpiokovtal o€
(PUCIOAOYIKOUC apIBuOUC aAAG JE

MEIWPEVO TTOOOOTO B-AgupoKuTTapwyv
«MVAUNG», ATTAPAITNTWY VIO TTAPAYWYI)
TWV KATAYOPIWV AVTIOWHATWYV

B MHCI
= TCR
Qv Endosomal vesicle

$=.BCR

@ Antigen

&=L icosL  ©=g CD80/CD86 'r e
&= |COS 6= CD28 00 IL21

con =l

O—= CD40L Wl CXCR5 T IL-6R

Pescador Ruschel MA & Sarosh V, StatPearls Tre




AlaTapaxec Twv B-Agupokuttapwy

» Mn @uaoloAoyikn wpipgavon o€ eTTedO JUEAOU

» MeiwpuéEvn TToIKINOPOoP@Ia KUTTAPWY OPUWHPEVWY ATTO T AWPEA TTPOYOVI
B-Agp@okuTttapa

» 21adlaKn wpeipavon Kal atTeAeuBEpwon oeipwyv B-AEUPOKUTTAPWY PE
OpAaaCn EvVAVTI AUTOAVTIYOVWYV

» Alatapaypévn dpaon uttodoxEwv Tuttou Toll (Toll-like receptors) - TLR 9

» Melwpevn Ewg KatTnpynMEVN AtTOKKPION OTA avAAOYa QVTIYOVIKA epeBiopaTta
(Baktnpiakd DNA)

» Aduvapia TTOANATTAACIOoUOU, EKKPIONG KUTTAPOKIVWY Kal ETTIRIwoNG

Gereige JD & Maglio



AlATapaXEC TWV
B-Aep@okuttapwy «Mviung»

» Ymotumog B-Agugokuttapwyv: CD19+CD27+1gD-

» EVOEIKTIKOC HUEAIKNG wpidavong

» Meiwpévo mooooTo (<0,55% Tou ocuvoAou Twv B-Agu@okuTTapWY) —
[1podiaBeon o¢:

» AUTOAVOOEC KUTTAPOTTEVIEC (OEIPWV QIUATOC)
» 2TTANVOouEYaAia
» 2UC0TNMATIKA AUTOAVOOa Voo MaTa

» AEPQOUTTEPTTAAOTIKA VOO IMATO

» AlokUuuavon TTooo0ToU OTN TTOPEI TOU XPOVOU

Gereige JD & Maglio
Roskin KM



AlaTapaxec Twv T-Agu@okuTTapwyv

» MeiwpéEvog apiBuocg T-puBuioTikwy Aep@okuTttapwy (T rerulatory,

» Meiwpévog TTOANATTAQCIOOUOC WETA ATTO AVTIYOVIKN OIEYEPON N ETTI
LITOYOVWYV TTAPAYOVTWYV

» EANATWMATIKA HETAYWYN CAUATWY
» Meiwon Adyou CD4/CD8 T-Agp@okuttapwy

» Meiwon dwpwv CD8 T-AgU@POKUTTAPWY KAl au¢non wpIhwyv
dlagopoTroinuéEvwy CD8 (@aivoTuTtrog utrepevepyoTtroinong Twv CD8 T
NEPPOKUTTAPWV)

» Aucnon CD26 & CD30 T-Agu@oKUTTapwyV (OUCXETION ME OTTANVOUEY
KAl VEOTTAQOIEC)

Bateman
Mahmoudi M et al, J



[TpooTTaBeIEC TOCIVOUNONC...

5 KAIvVIKOi @aivoTuTtrol (katd Chapel kail ouv.):
1) Aobeveic avetrittAekTol (OTTOPADIKI) EKONAWON AOINWECEWY)
2) AoOeveic ue autodvooa vooruata
3) TMOAUKAWVIKEC AEUPOKUTTAPIKES OINBNOEIC

» AeU@POEIDIKI) DIAUED TTVEUMOVITIOO
» AVECNYNTA KOKKIWMATA
» Avecnyntn nratoueyaAia/otrAnvopeyalia/Aeupadevikn d10yKwaon
4) EvrepomraBeia (Aep@okuttapikn dInnon Baoikng HEBPAVNG WG
IOTOAOYIKO €UpPNHQ)

5) NAépopwua ATTO o¢1pa 334 aocBevwy, 10 83% avnKe g€ Evav ATTo TOUG
AVWTEPW PAIVOTUTTOUG, TO 12,6% €ixe KpiTApla yia dUo




Pescador Ruschel MA & Sarosh V, StatPearls Tre



» PivokoATTiTida

» Qrimida

» Bpoyxitida

» [lveupovia

» AOINWEEIC OUPOTTOINTIKOU
» MaAakwv popiwv

» 2NTITIKI apBpiTIda

» Baktnplakn punviyyitida
> 2nyn

NOIMQ=EIZ

2.UvNBeIc Evoyol

» Streptococcus pneumoniae
» Haemophilus influenza
» Staphylococcus aureus
» Mycoplasma spp

Eukaipiaka TTaBoyova: TToAU
OTTAVIOTEPQ

Pescador Ruschel MA & Sarosh V, StatPearls Treg



NOIMQ=EI>~ ANATINEY 2 TIKOY

[o]] 2.UvNBeIc Evoyol

» Rhinovirus » Streptococcus pneumoniae
» Adenovirus » Haemophilus influenza

» Coronavirus » Staphylococcus aureus

» Influenza A& B » Mycoplasma spp

» Enterovirus » Pseudomonas aeruginosa
> RSV A Specifc Pathogens Detaced

194 Viral pathogen only (22%) Copathogen
Single pathogen
/Viral—viral co-detection (2%)
- No pathogen Bacterial-viral co-detection (3%)
detected
115 (62%) Bacterial pathogen only (11%)

\Fungal or mycobacterial detection (1%)

Eukaipiaka ttaBoyova

74

Patients with a Positive Result (%)

= Mycobacterium hominis
= Mycobacterium avium
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A Specific Pathogens Detected

97 194 Viral pathogen only (22%) Copathogen

3] Single pathogen
<y Viral-viral co-detection (2%)
< 7+ 1
= - No pathogen Bacterial-viral co-detection (3%)
£ 6 detected
pes 115 (62%) acterial pathogen only@
£ 5 ~
8 \Fungal or mycobacterial detection (19%)
< P 38
= 74
E % 68 67
g 53
2 2 3 37
& 32 32 33

1

<
%&

Jain S etal. CDC EPIC




[INEYMONIKE2Z NO2OI

» [lveupovia — BpoyxiTida (TTOANATTAEC EKONAWOEIG)

» Bpoyxektaoieg (aTTOTOKOI TWV QVWEERW)
» XpOVvIa ATTOPPAKTIKI VOOOC i L D

» [MePIOPIOTIKA VOOOC lmmwne
» OpyavoTroldg TIVEUHOV 'me
» Alaxutn dIGueon vooogtdlw %Ignatoust%ocytlc Interstitia

lung disease) as

» KOKKIWNATWONG vOOoOo¢ (TTapeyxuuaTika olia 1 dindnuara diknv «6au3
UGAOU»)

» NeotrAaoieg



[INEYMONIKE2Z NO2OI

Normal Airway

Mucus

Healthy bronchi

Increased

Airway with Bronchiectasis mucus

'\ Bronchiectasis

Bronchiectasis



[INEYMONIKEZ NO2OI

Inflammation

Recurrent
respiratory tract
infections

Associated
immune defects

PAD

Tissue damage and
remodelling




[INEYMONIKEZ NO2OI

ILD (Immune-mediated Lung Disease)

» Opada xpoviwv PAEYUOVWOWYV VOONUATWY

» 10-20% aobevwyv pe CVID

» [lopeia Bpadeia KOl AOUUTITWHATIKA

» ATTwTeEpa OTAd0IO — EykKaTdoTaON ivlwaong Kal ETTITTAOKWY
» [Nveupovikn utTEPTOON
» [Nveupovikn kapdia

» [1POOOEUTIKI) QVATIVEUCTIKI QVETTAPKEIQ




[INEYMONIKEZ NO2OI

GLILD (Granoulomatous-Lymphocytic Interstitial Lung
Disease)

» To ouvnBéoTepo TrpdTUTIO ATTO TIC ILDS
» Me Tn duouEVEDTEPN TTPOYVWON
» Kupia NMAGAN xapaKTnpIoTIKA:

» Mn TUPOTTOIOUHEVA KOKKIWMATA (TUTTOU 2Z0PKOEIdWONC)
» [lepiBpoyxIkn Kal diapean Aeu@oKUTTAPIKN dINBnon

» EKTeETANEVN OpYyavOTTOIOG TTVEUHOVIQ

» [lveupovikr diduean ivwon (oTravidTepQ)

» T-Agpgokuttapa (10iwg CD4): Kupiapxog TUTTOC, 0€ MIKPOTEPO Babuod
B-Aep@okuTttapa

» 2xeOO0V KaBoAIK atroudia T-puBuIoTIKWY AEPPOKUTTAPWV



[INEYMONIKEZ NO2OI

[TaBoAoyoavaTouIKn)
dlayvwon

GLILD : Aiagopikn dilayvwaon

> TuvnBeig AoINWEEIG (TTveupovia) O‘VO'XTﬁQB)I(gLFj%UgPY'KﬁQ

[MBavn} xprion VATS n)

» AAAEC XPOVIEC PAEYUOVWOEIC TTVEUUOVIKEC VOOOUG:
» 20pKoEidwaonN
» XpOovia TTVEUMOVITIOAO €€ UTTEPEUAIOONCIAC
» Mn €101k didueon Trveuuovia
» 2uvnong didueon TTveupovia
» Kakonon Aepg@oUTTePTTAACTIKA VOO UATA (AEUPWHATA)

Video monitor

Videothoracoscope -



AYTOANO2E2 NO2OI &
AIATAPAXE2

AIJATOAOVYIKEC OIOTAPAXEC

» H ouvnBéoTepn popPr} autoAvoowy dIATaPAXWV
» [lepitrou 4-20% aoBevwyv pe CVID

» EkdnAwozeig:

» Autodvoon BpouokuttapoTtrevia (5-15%)

» Autodvoon algoAuTIKA avaiyia (3-8%)

» 2U0vOpopo EVANS (Zuvutrapén Autoavooou AluoAuTIKAG Availpiag &
|d10TT000UC @poupoTtrevikng MNop@upag)

w
Agarwal S et al




AYTOANO2ZEZ NO2OI &
AIATAPAXE2

2 UOTNMATIKEC AUTOAVOOEC VOOOlI

» Peuparocidng apbpitida (5-7% aocBevwy, ouvBwe opoapvnTikn)
» 2U0TnUaTIKOS EpuBpnuaTtwdnc Aukocg (oTraviog, 2-3% aocBevwv)
» IvopuaAyia

Autoi Ine neutropenia_\ 35, 2| Immune Thrombocytopenia

» AAAEC vOOOI KAl KATAOTACEIC:
» Ywpiaon

Hemolytic Anemia

» Autodvoon BupocidiTida

» 2UvOpouo Sjogren

Evan'’s syndrome

» AYYEITIOEC

Autoimmune Endocrine

> AeUkn Agarwal S et al,Ann Allergy Asthma Immunol 123 (2019) 454




AYTOANO2E2 NO2OI &
AIATAPAXEZ

lichen planus, or alopecia areata

SLE

Autoimmune neutropenia Immune Thrombocytopenia

Type 1diabetes 3%

Vasculitis

Autoimmune thyroiditis

Autoimmune hepatitis = 5% Hemolytic Anemia

Other Rheumatologic

Evan’s syndrome

Psoriasis

Autoimmune
Endocri
Enteropathy ndocrine

Agarwal S et al



_ Stomach |

[A2TPENTEPIKE2Z AIATAPAXEZ

/ ,‘&:. R
N r@‘(’\.,
[(1\§ze)
(&
"\ D T
- }‘: -

» Helicobacter pylori

» 2uvnon evrepomraBoyova (Salmonella, Campylobacter,
Shighella)

» loi (Norovirus)
» Clostridium dificille (1oTopikd AWNG avTIMIKEORBIaKWY)
» AAAEC vOOOI KOl KATAOTACEIC:

» 2UVOPONO BAKTNPIOKAGC UTTEPAVATITUCNG

» Giardia lamblia

» CMV




Mn AOINWOEIC KATAOTAOEIC

> 2UMTITWHPATOAOYIO EUEPEBIOTOU EVTEPOU
» Xpovia egpeEvouoa diappola

» PAeypovwong KoAiTida

» |IONE

» Kakonbng avaigia — atpo@ikni yaoTpiTida

» EvrepotraBela pe amrwAgia AEUKWPATOC R/Kal
AITTOSI0AUTWY BITAPIVWYV (2UvOpOouo duoaTtoppdPnong)




[A2TPENTEPIKE2Z AIATAPAXE2

CVID Itd pI nic

and perisinusoidal ﬁbrosis

Spiee enlargement

%

eeeeeee
ptlytmp

splenic blood hyperflux

,S oidal T-cell infiltra N prtlytmp

» ATAN diatapaxn NTTaTikAG BloxnueEi
» Odwdnc avayevvnTiKA UTTEPTTAATIQ
» Kippwon (Kpuyiyevig)
» 2TTAVIOTEPA: AUTOAVOOOI VOOOI NTTATOG
» AutoAvoooc¢ NTTaTiTIda
» [1pwTOTTaBNAC XOAIKN Kippwon
» [MpwTOTTaBNGC XOAIKA XOAAYVEIIT
» HITaTOoKUTTAPIKO KAPKiVWHA



NEOINNAZIEZ

» 2UCTNUOTIKA AEp@wpaTa
» XaunAng diagopotroinong B-AgugokuTttapwy
» Hodgkin
» NHL (Non-Hodgkin)

» Aepgowpata TeTTikoU (GALT, MALT)

» [aoTPIKO KapKivwua

» [NMpwToTTadn veotrAdopaTa TTveUpova

» HtrarokuTtTapiko Kapkivwua (HKK)

» Kapkivog TTax€0C EVTEPOU

» Kapkivog paoTtou




NEOINNAZIEX

[ AdOTPIKO KAPKIVWHO

» Aucnon kivouvou 10 ewg 47 QopEg

» Oxi1 avtioToixn au¢non o€ OUYYEVEIC
aoBevwyv

» loyxupr ouoxETion e TTPOC0PBOAN atTod
Helicobacter pylori (2 £w¢ 9 popég
augnon Kivouvou)

Alatapaxn avoolakou
uNxaviouou
Meiwon ETTITTES WV IgA,
axAopudpia
=___—

Noipwen atrd Helicobacter pylori
[

Xpovia pAeyuovn
=__=— oW
KuTTapikr YeTaTTAQoia —

AuoTtTAaoia
= 4

FTAZTPIKO KAPKINQMA




[ AOTPIKO KOPKIVWHO

» Aldyvwaon o€ vedTepn NAIKia aTtro
OTI OTOV YEVIKO TTANBUOUO

» AlQueocog TUTTOC
QOEVOKOAPKIVWHATOC, METPIOC TTPOG
TTTWYNS dl1aPopOoTToinoNG

» MeydaAog apIBuOC Ae@OKUTTAPWYV
EVTOC TOU VEOTTAACOUATOC

NEOIAAZIEZ

» Avadeign oe £dagog
YaoTpITIOOC ME TA £CNC
XOPOKTNPIOTIKA

» 2oBapn arpogia

» Ev1otTion oTo 0UVOAO TOU YOO
BAevvoyovou

» AiGueon PETATTAQCIO

» ATtToudia TTAQOUATOKUTTAPWYV

» Oldwdn cucowpaTwHaATA
AEPPOKUTTAPWYV

»  ATIOTITWTIKN 0paCTNPIOTNTA

» ATTO0IO0UEVN OE:

» Helicobacter pylori
» YpEpTTouoa autoQv



NEOINAAZIEX

AuTtoavoaon yaoTpiTidoa — Kakoneng avaiuia

» 270 10% TWV aoBevwyv
» XaunAa etritreda B12
» MakpokuTttdpwaon

» AvTiowuaTa EVAVTI:

» BAEVVOYOVIKWYV EKKPITIKWY KUTTAPWV
(avTAia TTpWTOVIWV)

» Evdoyevoucg TtapayovTta

» Apdon evepyoTroiNUEVWY T-
N\EPPOKUTTAPWYV

» [Mukvn & diaxuTtn dINGNo
PAEYHOVWOWV AEUPOKUTTC

» AVTIKATAOTOON PUOCIOAOYIKC
BAevvoyovou atro artp

PIKO
» Epoeavion JETATTAQOTIKWYV
KUTTAPWV




AEPMATIKEZ & 2Y2THMATIKEZ
EKAHAQZEI>

» [upocIdng aAwTreKia (OTTavVIOTEPA KABOAIKN
QAWTTEKIQ)

» ATOTTIKI OEpUaTITIOO

» Ywpiaon

» AeUKn

» [EVIKEUNEVEC OAAEPYIKEC AVTIOPATEIC

» 2UOCTNMATIKEC EKONAWOEIC:
» AlaxuTtn Aep@adevoTTadeia
» 2TTANVOMEYaAia
» ApBpaAyieg

Pescador Ruschel MA & Sarosh V, StatPearls Treg
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r| 0 f))\(X U 'ITC’X pXO uv Kp | Tr{] Clinical criteria for a probable diagnosis

(= working definitions for clinical diagnosis

_— At least one of the following: CISSSIﬁCBtIOﬂ)
Disease numberfor |  ORPHA ¢ increased susceptibility to infection
ookl IUT T = T osrosisf Bnimiphind oamaims | contributors e autoimmune manifestations
(examples) genes (examples) e granulomatous disease

e — e unexplained polyclonal

;ngg, lymphoproliferation

504560, o affected family member with antibody

At deficiency
Common variable |3 ;m'"""‘"v Soiss  |oRemaasCommon |WoRechThon, | AND marked decrease of IgG and marked
immunodeficiency | ;e 107265, immunodefici | Martinez, Maria decrease of IgA with or without low
disorders (CVID) 505263, ency Kanariou, Klaus IgM levels

112210, disorders warnatz, .
e 186545 {cviD) sabella Quinti, (measured at least twice; <2SD of the
513493, 120650, Helen Chapel normal levels for their age);
613494, 613495, 508253, -
S 164012 AND at least one of the following:
614699, 614700, 505384, e poor antibody response to vaccines
615577, is84011, . gelaa e
R 603023 (and/or absent isohemagglutinins);
£16873, 515332 i.e., absence of protective levels
847783 despite vaccination where defined

¢ low switched memory B cells (<70% of
age-related normal value)

AND secondary causes of
hypogammaglobulinemia have been
excluded
(e.g., infection, protein loss,
medication, malignancy) ~ Working De
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» loTopikO (avegnynTo...)
UTTOTPOTTIA(OUCWY AOINWEEWV

» ANATMNEY2TIKOY

» OupoTtroinNTikou

» MaAakwyv popiwv

» Autodvooeg ekdNAWOEIC (N
I0TOPIKO VOOOU)

» |OoTOPIKO AEPPWHATOC
» Tuxaio epyaocTtnpIlako eupnua (...7?)

AIATNQ2TIKH NMPO2INEAA2H

» [evikn aiyarog

» HAekTpO@OPNON TTPWTE

» ETitreda avoooo@aipiv
IgM, IgA) kai uTToTAgEIC Ig
(19G1, IgG2, 1gG3, IgG4)

» Kuttapoperpia pong

» loAOYIKOG EAEYXOGC (HIV\K)

» ATTEIKOVIOTIKOG EAEYXOG

KAOOAHI'HZH AINO KAINIKA
EYPHMATA

Salzer et



AIAITNQ2TIKH NMPOZMNEAA2ZH

» ETmitreda avoooo@aipivwv
» 1gG<600mg/dl (ouvnBnc diakupavon ~ 400mg/dl)
» IgM n} IgA o€ OTTOIadNTTOTE TINA UTTO TWV OPIiWV
» uttotacelc IgG (ouvnBwe IgG: & 1gGs TATTEIVWHEVEQ)
» ‘EAeyxoc IgE...?

» KuttapopeTtpia pong

» EkTipnon TmoocooTtou T kail B Agp@okuTtTapwy
» 'EAeyX0G yIa UEIKTI) AVOOOAVETTAPKEIQ
» ETiTreda B-Acpgokuttapwy «MvAiune» (CD19+CD27+IgD-)

Alatnpnon emmmedwyv IgG>800mg/dl peiwvel onuavTika Tov

Kivouvo £¢eAignG vooou AAAA dev Tov ekundeVilel

Salzer et



AIATNQ2TIKH INMPO2INMEAAXH:
ANATINEY2TIKO 2Y2THMA

» TaKTIKA KAIVIKR €€€TAON (aKpOaaon)

» AcioAoynon atmoxpepwne (ouxvornrta, ToooTnTa,
Xpola) — KaAANIEpyeia TITUEAWYV

» AKTIVOypa@ia Bwpakog

» Acovikn Bwpakosc (HRCT) wg apxikn agioAoynon
(XpovioTnTa EUPNUATWV)

> 2TTIPOMETPNON

Movo 10 6% Twv acBevVWYV €ixav QPUOIOAOYIKEC EIKOVEC
TTVEUUOVIKOU TTapeyxuparoc otnv apxikn HRCT

Rich AL e
Stafler P et al, Ar



AIATNQ2TIKH INMPO2INMEAAXH:
YIOAOITNA 2Y2THMATA

Upper Endoscopy

» 2XoAaoTIKn avalnTnon AEPNPADEVIKWY DIOYKWOEWVY

» Hmmap & ZmmAnvag (KAivika & U/S artreikovian)

Endoscope

» Evdookotrioeig
» AVWTEPOU TTETTTIKOU: 2TOV apXIKO €Aeyxo (H.Pylori)

» KatwTtepou TTeTTTIKOU: OTTw¢ oTOV YEVIKO TTANBUOUO
» MUOOKEAETIKO — apBpPWOEIC
» Agpuatoloyikn ecETaon

BIOWIEZ;

Movo €TTi UTTOTTTWYV KAIVIKWY EUPNUATWYV



OEPATIIEIA

IV XOPHIHEH y-o@aipivng "y

10% Liquid

OEPAINEIA YINNIOKATAZTAZHX

» AKpoywviaio¢ AiBog avTIHETWTTIONG
» Meiwon eTTITTTLWONG AOINWEEWV

» [poAnwn emmTTAOKWYV (O€ TTOIKiAO BaBOuUO...)




_____ OEPAMEIA

AIAAIKAZIA - MPO®YAAZ=EIZ

» Mnviaia xopriynon (1 yeyaAUuTepa yecOdIQOTHMATA,
KATA TN Kpion Bepatroviwy)

» 2uvnoncg doon 0,4-0,7gr/kg 2B

» A@pBovn PO gvuddaTtwon atrd 1o TTPponyounevo 24wpo

» [1PpO@UAAKTIKI Xopriynon TTapOKETAPMOANC &
d1peBIvOEVNC N AeBoaoeTipilivng

» Apxikn xopnynon: MNapouadia 1atpou & KAIMOKWTA
aug¢non doong (atrd 10ml/h €wg 60ml/h)

» TakTiKA TTapakoAouBnon emTEdWY (ava 3-6 UVeQ)

Cunni



OEPATIIEIA

IV XOPHIHZH y-c@aipivne

ANENMIOYMHTEZXZ ENEPI'EIEX: 2uvn0eig

» KataBoAry duvapewy - Kakouyia

)

» AEKATIKA TTUPETIKN Kivnon 20-50% aoBevwyv Ba eppavioel AE,
> KepaAahyia ouvnBEoTEPO KATA TRV QPXIKN

opnyno
» MuaAyiec — GAyoc oo@pUog Xopnynon

» AVaQUAAKTIKEC AVTIOPACEIC



OEPATIIEIA

IV XOPHIHZH y-c@aipivne

AVA@UAOKTIKEG AVTIOPACEIG

» Kvidwon - Kvnouog
» KnAIdwdeg e¢avonua
» Exklepartocidr¢ avridpaon - TTONPOAUYEC 2HMANTIKO: Ailatipnon

> ANepyiko shock (oTravia) GUGKEUACIAG eWG TO TTEPAG
NG Bepartreiag




OEPAIIEIA
_ ANETIOYMHTEZ ENEPTEIEZ: ITGvies

ANENMIOYMHTEZ ENEPIEIEX: Z1ravieg

» Oceia veppikn BAGRN
» Aonttn unviyyitmda

» Mn kapdioyeveC ocU TTVEUNOVIKO oidnua (TRALI)
» Appubuicc - YTToTtaon

» HwaoivoiAia Ava@epOueveC ZoBapéc
» AlgoAuon AvetTiOuunTec Evepyeleg

< 1% aoBevwyv

» OudeTepoTTevia

» OpouPBoeuBoAika eTTeIcOdIN



OEPATIIEIA

EvaAAaKTIKR €TTIAOYN

» EukoAia xopnynong

» AuvaTtoTnTa KAT 0ikov Bepartreiag

» [lponyeiTal TOTTIKA Xopnynon vaAoupovidaong

» MikpoTepa pecodiaoTipata (ava 1 €wg 3 EBOOUADEQ)
» AIYyOTEPEC AVETTIOUUNTEC EVEPYEIEC

» Cost effective




30 gr 5% IVIG (406 mg/kg)

:

Total IgG

OEPATIIEIA

12gr 16% ISG Q 7 days =
36 grin 3 weeks

4 6 8 10 12 14 16 18 20 22

Serum IgG concentration 00

SC XOPHI'HZH

Y-o@aipivng

:  «+— Early (o) phase

—Late (B) phase —!

0 7 14 21 28
Time (days)

Berger M,
Bonilla F
Wass



OEPATIIEIA

ANTIMIKPOBIAKA

MPO®YAA=H

» ATToudia oJoPwviag

» AldIBpopukivn 250 mg TTap’
nuepa

» [poAnwn Aoipwcewy
AVWTEPOU KOl KATWTEPOU
QVATIVEUOTIKOU

OEPAIMEIA

» O1rwg oTov yevikO TTANBUOUO
(Baoel KaTeubuvThPIWYV YPOuU

V)
» TakTIKA AWn KAAAIEPYEIWYV
(TTTUEAQ)

» TauTtoxpovn xoprynon avri-ii
aywyng

Kuruvi



2YNNO2ZHPOTHTEZ

Survival by age of diagnosis

1.00

ANTIMETQIIZH:
OT1rw¢ oTov yeviko TTANBUouO

0.90

Proportion surviving

» TOKTIKN KAIVIKI) TTapakoAoubnon

060 070 0.80

» Augnuevog oudog uTroyiag R
’ ’ , , Numb;rgaetg% 356 192 81 24 8 1
» 2UveEpPYaOia acBevoucg — Bacikou BEpATTOVTOC Age>=101776 805 280 o2 18 2

Age diagnosis < 10 Age diagnosis >= 10

KAl OJAdAC EI0IKOTATWYV

KuUplec aitiec Bavartou:

, : ~Ao
+ NOINWEEIC 2UVOAIKN BvntotnTa: 20%

ETTITTAEOV TOU YEVIKOU

* [1lvEUUOVIKEC ETTITTAOKEC

- NeotrAagieg - AgppwpuaTa TTAUBuUGOU

Gathmann B et a



» [NaBoAdoyocg - MNaidiatpog
» [NveupovoAdyog
» PeupatoAdyog

» AluaToAOyog

» [aoTPEVTEPOAOYOC
» AKTIVOAOYOC

» Yuyiatpoc (oudda uttooTrPIENS)
» AgpuaTtoAoyocg

Salzer et



IATPEIO NMAPAKOAOYOH2HX AZOENQN
ME MPQTOIMNAGH ANOXOANETTAPKEIA

EXIAEIKEYMENO IATPIKO NPOZQMIKO
24/365 IATPIKH KAAYWH T'IA TOYZ AZOENEIX
2YNTONIZMOZ IATPIKQON EIAIKOTHTQN AOIQ EMINAOKQON THX NOzOY

EXOMNAIZMOZ - YITOAOMH - EIAIKEYMENO MPOZzQIIKO I'A ©EPATIEIA
YNOKATAXTAXHX

AYNATOTHTA TOY KENTPOY T'lA EXIAEIKEYMENO EPTAZTHPIAKO EAEIXO

» EMIKOINQONIA ME TIZ APMOAIEX YMHPEZIEX T'IA THN EXAZOAAIZH THX
ATAITOYMENHX NOXOTHTAZ ®APMAKOY

» XOPHIHZH AMAITOYMENQN AIKAIOAOHIHTIKQN,BEBAIQZEQN KTA.

vV v v Vv

v




TAKE HOME MESSAGES

» OxI yepovwueEvn vOoog — OUVOUQO OGS OUVOPONWYV
» 2uvnong emrrohacuog: 1 ava 25000

» KaBuotépnon diayvwaong (xaunAn utroyia)

» ATTOKAEIONOC AAAWYV KATAOTACEWY — OCUVOPOHWYV \

» EkOnAwaoeIc atrd TTOAAATTAG cuoTAPATO
(aVATTIVEUOTIKO — QUTOAVOCia — VEOTTAATIEG)

» Akpoywviaio¢ AiBog n xopnynon y-o@aipivng
» TOKTIKN TTapaKoAoUBnon atrd ouada IaTPWYV

KA&10i n ox€on eUITICTOOUVNG IOTPOU KOl ao0evoug



EYXAPIXZT()




