Ol MPQTOMNAGEIX ANOZOANEIAPKEIEZ KAI Ol KAINIKEZ
EKAHAQZEIX TON AIATAPAXQN TON QAIrOKYTTAPQN

Awarong Mavwing
Haioiatpos- Avocoioyog
2vvrovietig AicvQovryg

TMHMA ANOZOAOIIAZ kK IZTOZYMBATOTHTAZ
EIAIKO KENTPO & KENTPO ANA®OPAZTIA
NMPQTOIAGEIZ ANOZOANEINAPKEIEXZ
MAIAIATPIKH ANOZOAOrIA

NOZOKOMEIO MAIAQN ‘n AlIA ZOOIA’



H peAéTn TG avoooAoyiag gival OUOKOAN
YIO TPIG KUPIOUG AOYyOUG

[Mpwroc. TMapouciAalel TTOAAEG AETTTOUEPEIEG.
Acg ETIKEVTPWOOUUE OTN MEYAAN E£IKOVA.
AcUTEPOG: ZE& KAOE KavOva UTTAPXEI KAl KATTOIO £EAipEDT.
AG MEIVOUME OTOUG KOVOVEG .
Tpitoc: Hyvwon otnv avoooAoyia egeAicoeTal



[Moloi €ival ol TTAIKTEC TOU VOO IOKOU CUOTAMATOG;

*O1 puoikoi gpaypoi: Afppa(2 1.4) kai BAevvoyovol (400 T1.u)
*H un €10IKA | Quoikn avoaoia: Makpogaya , NpwrTeiveg Tou
oUupNTTANPWUATOC Kal Puoikd kuttapokTova (NK).

*E101K 1) €iKTNTN avooia: Avriowparta(lgG,IgA,IgM,IgD,IgE ),
T ka1 B AgpgpokutTtapa



IMoAvovvapo
OLRLOTTOUTIKO UM TPIKO
kottapo (Stem Cell)

MvgMKO pnTPLKO KOTTOPO

] il
T AepQordTTope  pyowd ovdetepoha. Movokvttena  Hoowoeiha Bouceopila Maotoxottapa Meyaxapvokottape Epvdporvrtapa

B Aepporvtrapa
KUTTOPOKTOVO

TAQGULOTOKOTTOPOL Aevdprtikd KOTTOPN



DvoKoi apvVTIKOL
unyoviopot

LLIKPOOPYOVIG LOT

"Epg@utn Avooio:

DuyoKVTTOPO

[Ipwteiveg tov
GUUTTAN POUATOG

dvoikd KuTTUPOKTOVA
KOTTOPOL

EniktnTn Avooioa:

T xon B Agpgokitrapa



MONOKYTTAPA/QAITOKYTTAPA

Ta @ayoKUTTAPO OTTOTEAOUV KUTTAPO TNG MN £10IKNG avoaoiag,
KUplol eEKTTPOCWTTOL:
Makpo@dayo kal Oudetepo@iAo NMoAupopgotrupnvo.



MAKPO®ATA

*To poxpo@ayo TaPAyOVTUL 6GTO HVEAD TMV 0GTOV

270 0ipa KOUKAOPOPOUV £0¢ 3 nEPES

* KaOniovovral 6T0v¢ 16TOVG- I6TIKA HOKPOPAya (KVT.
Langerhans - oéppa , kvt. Kupffer-nrap, osteokrdotes-
00Td, KUWYEAOIKO LOKPOPAYO-TTVEOUOVOS)

Ileproepiko aipa - 2-6% TOV AEVKAOV KUTTAPOV.



To pakpo@ayo 0TAVTATUL GE TPIS KATUGTAGELS
ETOLUOTNTOG:

1. «XKoVvTO0(QPAY0S»

2. AVT1YOVOTTOPOVGLUGTIKO KUTTUPO

3. KuttopokTOVOo KOTTOPO



"L KOVTLO0(P AY0oS”

2TOVG LGTOVGS GE KOTAOTUG NPERLOS 1E apyo pvOuo
TOAAATAQGLOG IOV

71 6TOVG L6TOVG VL0 UVES OTAMS MOCEVOVTOS
GKOLTLOL]



AVTIYOVOTTO.POVGLOGTIKO

|

) <

MHC I

Mnvopa cuvayeppov 0t oL Paypol dpovag £Xovy
owuomacOsl

AvEnon s ékepaong tev popiwv MHC Il oty
EMLPAVELU



Kvttopoktovo

IFN-y+LPS A TNF

TNF

Ortav £y ovvoedel pe to LPS 1 tq Mavvoln eivan
aTOATA GlYOoVPOo OTL ExEL Yiver slofoin)

"Exkpion TNF : Xrpépeton evavtio kaxko0mv ko
HOAVGUEVOV OO LOVS KUTTAPQ

Bon0a oty evepyomoinon aAA®V KVTTAP®V



LPS

IFN-y

. NK

IFN-y ko1 LPS tvopodotodv Ta paxpopaya

To paxpo@dyo mrapdayovv TNF wov pe T ogpa Tov deysiper ta MD yo va,
napayovv 1L-12

TNF ko I1L-12 oweyeipovv ta NK yio meprocotepn mopaymyn IFN-y



TNFpokpo@ay®v €vod®veL TNV EKQOPACT] TOV
VooV ™¢ IL-2 oty emodvero tov NK

Ta NK avramokpivovrtor oty |L-2 ko
nolamiaoidlovrar.



To paxpo@ayo Louwov €ival £vo, TOLVTAEVPO KVTTUPO.

Apa ooy "XKovmTo00aY0S", GaV GVTIYOVOTAPOVGLUGTIKO UALG KoL
GOV KUTTOUPOKTOVO KUTTOPO.

H xatdotoon opactnprotntos mov 0a Bpedet eCaptaton amo tov
TUTO KU1 TNV £VTAOT TOV GNHATOS 01EYEPGNS oV Oa AdPer.



AANNAETTIOPAOCEIG METAEU (PAYOKUTTAP WV KAl AAAWYV
TTAPOAMETPWY TNS QUOIKNG/MN €10IKAG AVOCiag :
2UMNTTARPWHO

IC3Db (i avevepyd) oTnVv ETMIQAVEIA TWV EICPOAEWV

2TNV ETTIPAVEIN TWV HOKPOPAYWYV —@AYOKUTTAPWY UTTAPXOUV
UTTOOO0XEIG TTOU HTTOPOUV va ouvdeBoUV e To iC3b Kal KAT ETTEKTAON HE
TO CUUTTAEYMO - OWWVIVOTTOINKEVO EI0BOAEQ UE ATTOTEAEC WA VO
OIEUKOAUVETQI N pAYOKUTTAPWON

AgUTePN AEITOUPYIO TOU CUUTTANPWHATOGC : Badel onuadia oTig
ETTIPAVEIEG TWV E1I0BOAEWYV OEIXVOVTAG TO OTOXO OTA (PAYOKUTTAPA.

Tpitn AsiToupyia: KOPHATIA TWV TTPWTEIVWYV TOU CUHTTANPWHATOG
MTTOPOUV VA OPOUV WG XNMEIOTAKTIKOI TTAPAYOVTEG- OUCIEC TTOU
ETTIOTPATEUOUV KAl AAAOUG TTAIKTEG OTO ONEIO TNG paxne. Na Tapadelyua,
Ta THAMOTa C3a kal C5a gival autd TTou aTTOKOTTNKAV OTAV dnuioupynonkav
Ta C3b ka1 C5b



TO ZYMIAHPQMA AIMNOTEAEI ENA
MOAYAEITOYPIIKO 2YZTHMA

KataoTpE@el TOUG €ICBOAEIG PTIAXVOVTAG TO
2UpTtrAsypa MpooBoAng tng Meuppavng (MAC,
Membrane Attack Complex). MAC

Evioxuel Tn AsIToupyia TnG QGAYOKUTTAPWY MECW TWV
UTTOOOXEWV TOU CUNTTANPWHATOG

EidotTolei AAAO KUTTAPO OTI OEXOUAOTE ETTIOEON
AA\G OAd QUTA Ta KAVEI TTOPd TTOAU YPRYOopO




IHOAYMOP®OITYPHNA OYAETEPO®IAA

*To mo0 omovoaie ETAYYELLATIES PUYOKVTTOPU

Ilapdyovtor 6T0 pLEAO TOV 0GTOV,

«Zovv 2 ~ 3 népeg,

*Anoterovv 10 60 ~ 70% TOV AEVKOKVTTAPOV

*AEV ENPUVICOVY KATOLO ELOIKOTNTA EVAVTL TOV UVTLYOVOV
*Baoikn Tovg Aettovpylo givar 1 E£06PAAILION TNS KVTTOUPIKIS
GUVVOS TOV 0PYUVIGUOD TTOV EMITVYYAVETUL UE TN QAYOKVTTAPMOT)
Kol T Oavatmon Tov HIKPoopPyaVIGUoV.



*Eivol To Tp@To KOVTTOPO TOV 00 6TEVGOVY GTO GNUELD TG
hoipoeng

*MoOAG Byovv 6TOVS 16TOVS EVEPYOTOLOVVTUL GUEGH OPOVV GUV
VITEPEVEPYOTOMUEVE. ROKPOPAYU KUl GOYOKVTTUPDVOLY TOVS
swoPoleic.

*H ownokacio avT umopel va EIvaL EXKIVOLVI] KOl Y10 TOVG
(PUVGLOAOYIKOVGS L6TOVS YL GVTO T KUTTUPO AVTA COVV ALYO KOl €Q
0G0V YPELUGTOVY EVIGYVOELS ECUYYELMVOVTUL KULVOVPYLA.

9



E@’ 060V T0. TOAODHOPQOTOPN VA ELVUL TOGO ETIKIVOLVU,
OGS EEPOVV TOTE TPEMEL VU, fyovy 0T TO G0 GTOVS
10TOVS 0AAQ KOl TOV TPEMEL VO, TAVE;



ICAM ¥ v

= No CsuG

—

(No)

OTAETEPODPIAO
KINEITITAI
KATA MHKOZXXZ

A ATMOSPOPO ATTEIO

DPTZIOAOTTIKOZ IZ2TOZ

210 €vO00NA10 TOV GYYELOV TPOVTAPYEL 1] TPOTEIVY
ICAM (InterCellular Adhesion Molecule)

TNV EMLQPAVELL TMV OVOETEPOPLAMV VITAPYEL 0 GVLVIETNG TS
cehektivng (Selectin ligand~ SLIG)



Kvttapokives ‘cuvayeppod’ IL~1 ko TNF

MeTa@Epovy TO uvopo, 0TL KATOL YIVETOL ETLOE0.

To minoiov €voo0NA0 TOV ayyel®V EKQPPALEL HLO KOIVOVPYLO TTPOTEIVN
GTNV EMLPAVELQ TOV T1] 6elekTivn (SEL).

H o0v0eon TN 6€AEKTIVIIC KOL 1] HETUQPOPA TS GTNV ETLPAVELQ
TOV KUTTAPOVL Y petdleTal mePimov 6 mpeg



I—VICAM v|
L_'INT Nd
O : )li."l‘/\ N AT A
ek Lol &
DA T"NMAITITNCO2N | B T B < B> B

dleypovmon onuata OtL N pndyn ivor og eEEMén:

H npoteivny Tov couninpopatos Cda Kol T0 6VGTUTIKO TOV
TOVOUATOS TOV fakTnproiov, Mmomolvcakyapion (LPS).

H wreykpivn ovvosetar pe v ap@TeIvn ToL £voodniiov ICAM molv
OTEPEN KUL KAVEL TO OVOETEPOPLAO VO GTUNUTA VO KUAC.



AKONAOTOE| ro 7 AFPONMAT ERiat
f-met & Cb5a

XNUE0TUKTIKOL TOpdyovtes fondovv:

2T1V 01000 TOV OVIETEPOPIAMV HETAED TOV EVOOONALOK®OV
KUTTAPOV TOV AYYELOV

2V £€000 TOVG 6TOVS 1GTOVG.

2T1 RETUVAGTEVGT] TOVS GTO TOTO TNG PAEYNOVIG.



MNaTi Opwg utTApXEl M1 TETOIO TTEPITTAOKN O1adIKaTia yia

VO (PTACOUV T OUDETEPOPIAA OTOUG ICTOUG;

 H KaBuoTépnon TNG TTAPAYWYNSG TWV CEAEKTIVWV gival
OKOTTIMN YIaTi av n €TiBeon Ao TOUG MIKPOOPYAVIO UOUG
dev gival ooBapn Ta HAKPOPAYA TA KATAPEPVOUV HOVA
TOUC.

* Av OUWwCG oI €I0PBOAEIC ival TTOAAOI TOTE TTEPICCOTEPA
LMOKPOPAYa TPEXOUV AUCAVETAI N TTAPAYWYN TWV
OEAEKTIVWY Kal TA TTOAUPOPPOTTUPNVA AVTATTOKPIVOVTAI OTO
KAQAEoUQ.

 Ta oudeTEPOWIAO TTAPOTI €ival TTAPA TTOAAG OTO Qijq,

mrepiTTou 70% , 0TOUC PUOIOAOYIKOUC 1I0TOUC BpiokovTal
TTOAU Aiya. Eival kUTTOpQ TTAVTa O€ ETOINOTNTA —ON call.



I1010¢ OIS KOAEL TO OVOETEPOPLAL;

DvoIKa, TO KOTTUPO @POVPOL, TO RLEKPOPAYa,
omote ypsralovron T Pondera Tovg



*H ovvoeon SEL-SLIG mov kdver To ovoeTepOPLLO VO KVAG 0Py
*H aAiniermiopaon g INT-ICAM mov axkivntomoiel To
OVOETEPOPLAO

*O1 YMUEOTUKTIKOL TOPAYOVTES MOCL LE TOVS VTTOOOYELS TOVS GTO
TOAVHOPPOTVPNVO TTOV OLEVKOAVVOLY TNV £€000 TOVGS U0 T
ayyeia,

*DiveTal AYO TEPITAOKO GUGTI|UO.

H Ymopén Tov TpLov TOTOV nHopiemv 1o TPETEL VA
GLVVEKPPASOOVY TPOTOU TO OVOETEPOPLAL. BYOVV GTOVS 1GTOVS
K(AVEL TO GUGTINO. TOAD 0GPUAEC.



IgE 35
oa C356789 (attack)

IgM
IgG+Ag —P» C-activation
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Opsonin

Cha
chemo-
attractant

CD11/18

CR

FcR f

AgAbC complex

ATAOTOMNUEVO S1QYPOUUA-CYTILC TG EVEPYOTOINGTC TMOV AEVKOKVTTAPMWV KOl TOV
arinremopacewv petadd T ko B xuttdpmv HOKPOPUY®V KOl OVOETEPOPIAMV

(H.D. Ochs, G.IE. Smith and J M. Puck, 1998)



KAINIKH NMPOBOAH TQN NMPQTOMNAGOQN
ANOZOANEIAPKEIQN

*YIIOTPOIIIAZOYXEX H ENIMONEX AOIMQZEIX
‘EKAHAQXEIZ AYTOANOXIAX

AAAEPTTKA NOZTHMATA
‘AEM@®OYIIEPITAAXIEX



2HMEIA YTOINTA I'lA ANO2OANEINAPKEIA

avSNUéEVN ovvoTNTO Aotn@Eemy (>10/€t10¢)
avnuévn cofapoTNTa TOV AOLUMOEEOV
MOPUTETUUEVT] OLAPKELY, TMV AOLUAOCEWDV
ETAVOLOUPAVOUEVES LOTHMOEELS YOPIS
LEGOOLUGTIHOTO EAEVOEPA CVUTTOUATOV
avénuévn e€aptmon amo avtifrotTika
OvVERAvVTEYES N PoPELES EMITAOKES
Aopnaéels amo aovvi0es HIKPooPYavIG LovS

Pefoapousvo o1koyeveIaKro 16TOPIKO



KAINIKA ZYMINTQMATA 2YNAEOMENA ME
ANOZOANEINAPKEIA

2YMIOTQMATA 2XEAON AIAFNQITIKA

* Xpovia Aoitpeén

* Yrotpomalovoa Aotpmin

* Acuv1)0nG Lotpmin

* Mn mAMpNS 0TOKOTAGTUGT] GTO LEGOOLUGTUUTO TOV
AolpnaEe@v

Kok avtamokpion otn 0epomcvTikng aymyn



LYMIITOQOMATA XYXNA KAI YIIOIITA

‘Agppotikég Prapec (e€avOnuo, EkCepa, KavTivtioon)
* Xpovia orvappora

* Maropévn avamtodn

 Hnatooninvoueyoiia

* YRoTpomdlovso 0GTEOUVEMTIS

* AVTOOVOGO VOGLO,



2YMMNOTQMATA 2YNAEAEMENA ME 2YITKEKPIMENH
ANOZOANEIAPKEIA

Atagia
TnAayysiekTaoia
OpopupoTrevia
Exlepa

TeTavia



IAIAITEPOTHTEXZ THZ NEOI'NIKHZ - BPE®IKHZ
HAIKIAZ

To veoyvo diarpéxer auénuévo Kivouvo Aoiuwéswv

*MEIOVEKTIKO KAl AVWPINO XUMIKO KOl KUTTAPIKO OKEAOG
TNG AVOOIAKANG AEITOUPYIOG TOU

‘[Mepiopiopyévn TTapaywyn Ko/ EAATTWHATIKI
AEITOUPYIKA IKAVOTNTA OAWYV TWV OTOIXEIWYV TOU
OVOOOTIOINTIKOU CUCTHMATOG O€ OINPOPETIKO VIO TO
KaBEva BaOuod



XAPAKTHPIZTIKA AOIMQ=EQN I10Y O®PEINONTAI
2E ANETTAPKH NEITOYPIIA TON ®AI'OKYTTAPON

*Ta aitia TOVG Elvol KOTE KOVOVO 0 GTAPVAOKOKKOS

kot oraviotepo Gram(-) Baxtnpidre, pOKNTES,

GEPPATLES, MOTEPLES

*O1 Lonaéerg eivan Tepryeypopunéveg mooyeveic  (oo0umveg,
OTOGTIUOTO, GVPLYYLH) TOV EVTOTILOVTUL GTO OEPIA, GTOVG

AEPQPUOEVES, GTOVS TVEVUOVES, GTA 06TA, 0TLS apOpmaoseic 1 airo
ECMTEPLKO OPYAVO

*Eival 0uvato va 6uvovalovTal HE OEPUATIKES EKONAMGELS
(Tvodspuia, CUNYROTOPPOIKY] OEPROTITION, EKEENM, VEKPMOTIKA
amooTNnoTd, SavOnuata)



‘ExovTag Katd vouv OTI TO AVOOI0KO CUOTNHA £EEAICCETAI UE TNV
nAIKia, ME OUVAMIKEG AAAAYEG OTOUG UTTOTTANOUGHOUG TWV
AEHPOKUTTAPWYV, €ival TTOAU ONMAVTIKO VO OVAQEPOUACTE OTIG
(PUOIOAOYIKEG TIMEG YIA TIG AVTIOTOIXEG NAIKIEG TOOO OTIG OXETIKEG
000 KOl OTIG ATTOAUTEG METPNOEIG TWV KUTTAPWYV



TAZINOMHZH TQN NMPQTOMNAGQN
ANO2OANEIAPKEIQN



O1 MNpwrotmraBeic Avoooavetrapkeieg (MA) atroreAouv
TeEPIOOOTEPES ATTO 400 SI10QPOPETIKEG dIATAPAXEG TTOU
ETTNPEACOUV TNV AVATTTUEN , AEITOUPYIO R Kal Ta OUO TOU
OVOOI0KOU OUCTAMOTOG.



Me e€aipeon tnv IgAD 1:700
O1 utréAoitreg £xouv cuyvornta >1:10.000



OI ITA XAPAKTHPIZONTALI :

-Auénon tn¢ euaioBnoiag os urroTporriIa{ouoeC AoINwEEIC

-2oBapéc Aolpwéeic ue uaiobnoia og ToIKIAOUS UIKPOOPYAVIOUOUS
mou §apTaral Ao 1n UOoN TOU avooIaKoU gAAgiuuAarog.

-Karroior rurroi 1A mrapouoialouv SUTAEITOUPYIa TOU AvOOIaKoU
oUOTANATOC

-AAAoI Eyouv Eva 1TI0 OUVOETO QAIVOTUTTO OTOV OTTOIO N
VOO OAVEITAPKEIA ATTOTEAEI Eva ATTO TA CUCTATIKA TTOU OOUOUV TO
QaIvVOTUITO TOU VOO NATOG.



H mo guypnotn onuocicvon and opdoo 0kov otic IA
REPAOUPAVEL OKTO TIVOKES NE KATAYPOUPN] VOC|UATOV NE
avVa@QoPa 6TO:

- Ovopa,

- IlpooPePpinuévor Aep@oxkvttopikol vrorinbvcuot
- Agrtovpyleg

- Enineoa avococ@uipivev

- KMwvika yapoktnprotika

-Tpomog kKAnpovouKOTNTOS

- IIpooPePpinuévor yovor



Opaoa I : Xuvvovaoupéves T ko B avocooavemapkeieg

Opdoa I : Allo KoAd KaO0opLopéVe GUVOPOIA VOGOUVETAPKELLS

Opaoo III | Kvpro avTicOUOTIKES AVOGOOVETAPKELES

Opaoa 1V : Noofqpoto avooloks 0VGAELTOVPYLOG

Ondoa V : XZvyyevi] eAAeippoto TOV QOYOKVTTAPOV (ApOudg, Asttovpyia)
Opdoa VI : Elleippotao tng pun €101KNG avooiog

Oupaoa VII : Avto@reypovooels Avatapoyés

Opadoa VI EMelppoto TV TPOTEIVOV TOL LOUTANPONATOS



Opaoa V : XYITENH EAAEIMMATA TQN
OATOKYTTAPQN (APIOMOX, AEITOYPI'TA)



MivakagV Zuyyev €ig avwpaAieg TWV QayoKUTTAPpWY WG TTPOG Tov apiBuo, Tn AsiToupyia, | Kal Twv dUo

NOZHMA ETI'I]p'Eu(OpCVC( Ennpsa(ou'svn Zuv 0dd eupRuarta KAnpov opikétnTa MOpIdKE’Q BIGTGQGXEQ :
KUTTOPO Asitoupyia miBav N maloyév ia
. p i ELAZ2: diaropayr) mg
Bapiég ouyyeveic ; . YTooudda e f
OUOBETEPOTTEVIES A AT BE 2 (T2 pugAoduaoTrAacia o usmnvngng me
eAaoToong
2uvopouo Kostmann N MueAikr d1apopoTToiNGI B/T Ae Tevia AD SIARSE o) TS
POH 1 o10pop non H¢o £AaoTé0M G
AlokUpavon Twv GAAwvV ELAZ2: dioropayxy mg
KukAikn) oudsrepomevia N ? AEUOKKUTIAPWV KOl AD METOKIVNONG MG
QI OTTETOA WV eAaoTong
WASP: puBuiomg mg
Puloouvdem OKTiVNG TOU
ouderepormrevia/ N+M ? - XL KUTTAPOGCKEAETOU
MugAoduoTmrAagia (ommwAeIa MG
QUTOQVOGTOANG)
Aiarapayn mg MpookdAAnon xnueloTagia K'GQUO'I'EpI‘]ppEV'n
5 . armoOTTTWON ou@aAiou . .
TTPOOKOANONG TWV N+M EvéokUmwon T i s INTG2: lMpwrteivn
. . . . Awpou, depuomKAE EAKN, AR .
Asukokumdpwv (TUmou L+NK KUTTOPWV/KUTIOPOTOEIKOT . TPOOKOAANGNG
. TTEPI00BOVTITOQ,
1) 1o NK kutiépwv .
AEUKOKUTIGPWON
Aiarapayn mg¢ Xapokmpionkd LAD
npooKoAnfmg wv N+M ynUEIOT G TuTTOU 1+ hh-opaﬁa’ AR FUCT1: HETOQOPEAG MG
Asukokumdpwy (TUmToU QipaToG KOl TTVEUUOMKA GDP- goukddng
2) KoBuoTEpnon
Aiarapayn mg .
TTPOOKOANONG Twv N+M : 'XC(pGKTI']pIO“H Ka LAD, ?Rap-1 evepyotroinon Twv
. p MpookdAAnon T0TTOU 1 + CIOPPAYIKN AR .
Asukokumdpwyv (TUmou L+NK . IVIEYKPIVWV
3) d160ean
Mpook6AAnon 5 5 RAC2: pUBpion mg
Avemdpkeia m¢ Rac 2 N Xnuelotagiaapaywyn KGK.H eI TV AD aKpivng Tou
TTANYWYV, AEUKOKUTIBpWOon .
02- KUTTAPOGOKEAETOU
Avs’naszm mg B N+M Kivnkéma Mveupom KR KaQuompnon, AD ACTB: _
aKknvng XounASé avdompua KUTTOPOTTAQOMOMKI OKTiVN
Evmn:opsyn veavikn N )(I']IJE’IOT(XE,I(X TTou eTméyeTal Mepiodovinda AD FPR1: unoéc?xsag
mepiodoviinda arrd @OPHUUAOTIETTTIOIO XNMEIOKIVWV
. S Mepiodovrinda, CTSC: evepyoTroinan mg
U L A N+M XnueloTagia UTTEPKEPATWON TTOAQU WV AR TIPOETAONG OEPivNG OO
Lefevre L y
KOl TTEAPGTWV mv kaBewivn C
Av:nfrpm:la Twv &18IKWV N Xnugiomgia N kUTapa be dilofo AR C{EBPE: HUENIKOG )
KOKKiwv TUpAva TTapdyoviag PETAYPAPAG
MavkuTrapoTrevia,
2uvépouo Shwachman- N XnueloTtia QVETTAPKEIQ EEWKPIVOUG AR SBDS

Diamond

Hoipag TTayKpEamog,
YovopoduaTTAaoia




Mivakag V. Zuyyev €ig avWHAAIEG TWV PAYOKUTTAPWY WG TTPOG ToV apiBud, Tn AsiToupyia, i Kal Twv dUo

Emrnpealdopev a . . p . . Mopiakég Siartapayxég -
NOZHMA KUTTapa Emrnpead6pev n AsiToupyia 2uv 0dd eupuara KAnpov opikéTnTa miBav i TaBoyEv la
EvdoKuTIdpIa KaTaoTpo®r)
Xpovieg KOKKIwpamdeig voaolr N+M (eEMaTwpamkr TTopaywyr) CyBA: TIpwTeivn HETOPOPES
02-) nAektpoviwv (gp91phox),
o . CYBB mpwTeivn YeTOpopag
VR[S GERTeTIIES XLAR nAekTpoviwv (p22phox),
McLeod . .
NCF1mpwTeivn ouvdeong
(p47phox), NCF2 mpwTeivn
gevepyoTtroinong (p67phox)
PUAOOUVOETES - AUTOOWHATIKES N+M
. i Aiarapaxn orn G-6PD:
Avemdpkeia G-6PD twv Eva?iuggpmat?;qﬂsom RIS BT
ou6£n:po MZ’VS- N+M (c)\)\L:mS anpKV’ Trap WVH AlJoAUTIKA avalpia XL NADPH
pog H 02-) paywyn Alarapayry om MPO:
MEIOVEKTIKI) QvTIOEEIDWTIKA
AvemdpKela mg N EvdokuTmrapia Amravidral og Puaoioloyikd AR TpoaTasia
pugAoimepoéeidaong KaraoTpo@ry Mg candida dropa
AVETTApKeIa TWV UTTOSOXEWVY MS AR LIS IL-12R...1:....1 aAucidaTtou
} ) L+NK ‘Exppion mg IFN.... armé puKoBoKkmpPidIaKa AR L
IL-12 ka1 mg IL-23 GOMIOVEMa utrodoxéamg IL12 kar IL23
EuvaioBnoiaoe Aoipwéeig 11-12p40 utropovadamg IL-
Avemapkeia mg IL-12p40 M ‘Exppion mg IFN.... ammé puKoBoKkmpPidiaKa AR 12/1L-23: mapaywyn IL-
OaApoVEAAQ 12/1L-23
IFN-...R1: cAucida
. ” . : . EuaioBnoiaoe Aoipwéeig ouvdeong IFN-...R
ﬁ:\ll\ls_napxasgmu CREIT LTS M+L zg‘@iﬂcg n “ET?E;\IBQGH armé pUKOBoKMPidIaKa AR, AD, AR IFN-...R2:0Aucida
Y fuaos me OaAPOVEAAQ peTaBifaong pnvuuamog mg
IFN-...R
EuvaioBnaoiaoe Aoipwéeig
armd pukoBakmpidia,
Avemapkeia mg STAT1 (2 rumor) M+L iz BB el G JEe SN EIEISEI 20 (el AR AD STAT1: STAT1

IFN...../...

EuvaioBnaoiaoe Aoipwéeig
armé pukoBokmpidia,
OaAPOVEAAQ

AD: n kAnpovopoupevn pop®r) mg avemmapkelag Mg IFN-R...1 1 Mg avemdpkeiag Mg STAT 1o@eileTal o€ PETOAGEEIG UE ETTIKPOTWV XAPOKTPA TTOU dEV 0dNyoUV oMV TTapaywyr TTPWTEIVNG,
XL: euAooUvdem KAnpovouikdmMTa, AR: auTOOWUN UTTOAEITTOUPEVN KAnpovouikomTa, N: oudeTepd@iAa, M: MovokUTapa pakpo@daya, L: Aep@okimapa, NK: Quoikd kutrapoktova, STAT1:

METOYPAPIKOG TTAPAYO VTG




Ta @ayokUTTapa TTai(ouV ONHAVTIKO POAO OTNV AMUVA EVAVTI TWV
BakTnpeIdiwyv Kol HUKATWV.

AcOeveic pe payokurrapika sAAsiyuara 6cov apopd Tov apiOud ,
TNV AgIToupyia N Kal Ta SUO TTAPOUCIACOUV UTTOTPOTTIA{OUOTEC
oofapEg Aolpwéeigs atrd HUKNTeS (Candida kai Aspergillus) i
BakThpia.

Kuplapxouv o1 AoINWEEIG TOU avarmveuoTIKOU Kal TOU OEpUATOC
aAAd Kal v Tw BaBsr amrooTnuara €ival CuXvd. & TTOAAEG
TTEPITITWOEIG Ol UTTOTPOTTIAOUOCEG OTOMATITIOES Eival CUXVEG



=

‘EAsyxoc PAIOKYTTAPIKHZ Asiroupyiag

Ap1BOuO6G, TUTTOG,MOPPOAOYIA TTOAUHOPPOTTUPAV WV
AEUKOKUTTAPWV

KivnTIKOTNTA TTOAUMOPQOTTUPAVWYV

- Xnuelotagia

- 'Ek@paon popiwv TpookoAAnong (CD11/CD18)
OywvIKn IKavoTnTa opou (METpnon C3,C4)
EKTiHNON TNG 0&EIOWTIKNAG IKAVOTNTAG

TWV POAYOKUTTAPWYV (aVATTVEUOTIKA EKPNEN)

- Aokipaoia NBT

- M£60odo¢g kuTtTapopeTpiag (DHR)

(Mérpnon tn¢ avaywyng rn¢ Aiudpopodauivng 1,2,3,mpoc
poodoauivn 1,2,3)



Bapid cuyyevig oudetepotrevia (SCN) opilerar apiBuog
OUBETEPOYIAWY TTOU ETIUéVEI OTAOBEpd KATW amro 0.5x10° kurT/L.

H 1o koivAi aitia gival gia petaAAagn oto yovo ELAZ, TTou
KWOIKOTTOIEI TNV EAACTACN TWV TTOAUMOPPOTTUPHVWV.

AuTtéowpun N Kupiapxn KANPOVOUIKOTNTA OXETICETAI UE ATTOKAEIOUO
Aa1TO0 TTPO-UUEAOKUTTAPO O HUEAOKUTTAapo orov MO.

Mepikég peTOAAGEEIC TNG ELA2 TTPOKAAOUV KUKAIKIF) OUDETEPOTTEVIQ.

MeTaAAdgeig Tng ELA2 Trapoucidlouv augnuéEVo Kivouvo
MUEAOBUOTTAOCIOG KOl HUEAOYEVIE) AEUuXaipial.



XPONIA KOKKIOMATQAHYX NOXOX (CGD)
Opada dlaTapaxwyv TToU EVTOTTICETAI OTN ACN TNG AVATTVEUCTIKAG
EKPNENG TNG PAYOKUTTAPIKNG AEITOUPYIOG.

H BAaBn ogciAsralr orn peraAAaén £vog K Twv yovidiwv 1Tou
KwOIKOTToIOUV TNV 0¢c10A0n TWV LOVOKUTTAPWY KAl
moAupopgorrupnvwv NADPH kar odnyei otn avemrapkn mapaywyn
H,O, ka1 dAAwyv oécidwTIKwV Trapaywywy Bacikn¢ onuaciag yia
TNV EVOOKUTTAPIKN) £§OVTWON TWV BAKTNPIOIWY KAI TWV MUKATWV.



To EvQupo TWV PAYOKUTTAPWY TTOoU TTapayel utrepogeidia (NADPH
o&c10don) atroTeAei Eva ITOAUTTAPAayovTIKO oUCTNNA.

2T MEMBPAVN TWV QPAYOKUTTAPWY UTTAPYXEI TO KUTTOXPpwWHO B558
TTOU OTTOTEAEITAI OTTO Hia MEYAAN UTTOOMAda TNV gp91P"oX ko pia
MIKPOTEPN TRV pP22P"%%, TouAdxioTov TPIG AAAoI, p47Phox  pE7Phox
Kal p40 PoX KUTTOPOTTAACHMATIKOI TTAPAYOVTEG CUMMETEXOUV OTN
O1adiIkacia evepyoTToinong Tou ev{UMOU.

2uvappuoAoynon rou cuummAéyuaro¢ NADPH puBuilsrar armro
O1I0POoO0PWPIKES YAouTtaBeioves Racl kar Rac? .

‘EAAsiwn tn¢ Rac2 mpokaAei vooo trou poialsr orn XKN..



O umréTuTTog gp91°P"ox (CYBB), ( 6TTOU gp YAUKOTTPWTEIVN, 91:
Hoplako Bapog 91 KD kal phox:08e1ddaon Twv QAayOKUTTAPWV-
phagocyte oxidase) kwdikoTtroligiTal atrd yovidio TTou BpPioKETAI OTO
Xp21.1 kai o1 HETAAAASEIG TOU AVTITIPOCWITEUOUV TO 62% TWV
TTEPITTTWOEWYV TTOU AVTIOTOIXOUV OTOUG O00EVEIGC ME PUAOCUVOETN
CGD.

O umroTUTTOG P22 PNoX (CYBA), KWOIKOTTOIEiTOI OTTO YOVidlo TToU
BpiokeTal 0TO XpwHoowua 16024 kal ol utTréTUTTOI P47PN°X (NCF1) KalI
p67PNox (NCF2) p40Phox (NCF4) KwdiKoTroloUvTal a1ré yovidia TTou
BpiokovTal oTOa XpwHoowpuaTa 7 11.23, 1925 ka1 22913.1
avTioTOIXO.



EAAEIMMATA 2TH ®ATOKYTTAPIKH AEITOYPIIA

1.QulooivdeTn Xpoévia Kokkiwpatwdng Nooog (CGD)(yovog
CYBB,gp91phox)

2. Autéowpn CGD (yovog CYBA, p22phox)
3. Autéowpun CGD (yovog NCF1, p47phox)
4. Autéocwun CGD)(yovog NCF2, p67phox)



XPONIA KOKKIQMATQAHZ NO2OX (CGD)

H CGD €ivai n 1o oUuXVI aVETTAPKEIO TWV QAYOKUTTAPWV
KuUpia diatapayxn oTn rapaywyn UTTepoeIdiwy Kal
MIKPOBIOKTOVIOG

O 1m0 CUXVOG TUTTOG €ival 0 QUAOOUVOETOG (gP91phox)
70%.

H kutTtapoueTpia pong ptropei va eAéyéel tnv CGD
oTNPIJOMEVN OTOV TTPOCOIOPICHO TWV TTPOIOVTWY TNG
AVOTTVEUOTIKAG EKPNENS TWV PaAYOKUTTAPWYV (DHR)



KAaoIKn AsiToupyiki HEBODOOG
TTOAUHOPPOTTUPNVWV:
DHR
(dokipaoia di1udpopodapivng)

Alayvwon Xpoviag KokkKiwpatwdoug Nocoou
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Avemapkero, Phox®!
®vioocvvoetny CGD

DvrocOVOET)
CGD, ®opéog

g§Aevyo Tnc CGD

w*

10°
Fhtd, stimulaked

w1

10°
PrAL- Stimulated
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Instiution: AG SOFHIA HOSF. -DFT.IMMUNOLOEY -HISTOCOMPALITY

Instiution: AG SOPHIA HOSP.-ODFT.IMMUNOLOSY-HISTOCOMPALITY

[A AND BE1FL1 Log - ADC

Adiéyepto
L
L B 5
IIII.1I|I]I:I T T IIIII.;II]q T T I.III1II.F T T IllillilB
DHE- HTIC

Institution: AG S0OFHIA HOSF. -DFT.IMMUNOLOGESY -HISTOCOMPALITY

[A AMND B1FL1 Log - ADGC

Metd diéyepon pe PMA
(puo10A0YKO ATOLO)

[A AMD B] FL1 Log - ADC

Metd diéyepon pe PMA
AcBevng pe XKN
)
0.4 % . .
Ayopt pe NraTIKO
amTooTNUO
'1|l]|:| ¥ ¥ ¥ ';Il]q ¥ ¥ .I';I':.E ¥ LI I1II:Il;3
DHHE- HTIC

Institution: AG_SOPHIA HOSP -DPT IMMUNOLOGY -HISTOCOMP/ILITY

13

[A AND Bl FL1 Log - ADC

Metd diéyepon pe PMA
dopéag Dvrocivoetng XKN

D
28 7%

H untépa tov
ayopLov

10" 101 102 10°%

DHR- FITC




ANENMAPKEIA MOPIQN NMPOZKOAAHZHZ TON GAITOKYTTAPQN
(LEUCOCYTE ADHESION DEFECT/ LAD1,2,3)

20vopoua mou yapaktnpilovral arro d1arapaxEC oThn KUKAoQopia Twv
AEUKOKUTTAPWV..

Koat o Tpig TOTOL KANPOVOROUVTUL HE TOV AVTOCMOUO VITOAELTONEVO TPOTO,
TOPOVSLAoOvVTOL EVOPLS 6T (1N pE TOAD cofapis AotumEsLs yopig
GYNMUOTIGHO TVOV.

Avatapayn oty ETOVAMGT] TOV TANYOV ( OKOU KOl HETA 07TO LIKPO
TPOVUOTIGHO) Kol fopLa TEPLOOOVTITLOC.

Ov a00¢eveic pe LAD2 &xovv younAio avactnua , 0VGHOPPILES KL VONTIKT)
VOTEPNON).

O a00¢gveic pe LAD3 mapovoralovv Kot avénuévn 1401 GLHopPayL@OV
AOY® AELTOVPYIKAV OLATUPAY OV TOV GLUOTETUALOV.



LAD 1

Metrariraln tov ITGB2 yovou( Xpopdcopa 21022.3), 100 KMOIKOTOLEL TN
B2-integrin(CD18).

H B2-wvteykpivn (CD18) amotelel aAvoiod KoL TPLAOV ETEPOSIUEPDYV TOV
OTTOTELOVY TO HOPLO TPOSKOAAN GG TOV QoyokvTTapmV (LFA).

H P2wrteykpivn petéyel ot oto0epn) 1pookoiinon HETaCh TOV
AEVKOKVTTAPOV KUl EVOOONAMUKOV KVTTAP®V, ETLTPETOVTAS T1] 01000 TMV
AEVKOKVTTAPOYV 010 HEGOV TOV EVOOONALOV (OGTE VO PTAGOVY GTI| TEPLOYT] TS

QAEYPOVIG.



LAD2
Metdiraln otov petagopéo GDP-fucose pe amotédeopo Ty EAreryn

skppaong ™ wpoteivig Sialyl-Lewis X mov amotelel TO poplo cHVOEoNS TOV
QaYOKVTTAPOV Yo TNV E-celekTivn) 6TO £vO001AM0



LAD3
Metdrraén Tov popiov Kindlin -3 wov epumiéketonr 61N £VTOG KOl EKTOG
TOV KUTTAPOV CNUOTOOOTN G| TMV IVIEYKPLVAV.



KuttapopeTpikavaAuon Tou CD18 og aoBevi pe LAD1 peta
OlEyepon pue PMA

Dna10A0y1Kod Acbevic pe LAD
1
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Omphalitis in
LAD I patient




H avooiakn amravtnon EvavTi Twv pukoBaktnpidiwyv BacieTal otTnv
EKKpion TNG IL-12 atrd Ta pakpopaya .

H IL-12 ocuvdécsral us éva €10IKO utrodoxéa mou ekppadlsrar amo ra T
kai NK Asugokurrapa kai erayel Ekkpion |IFN- y n omroia mmupodorei
TNV MIKPOPBIOKTOVO SpACN TWV HAKPOPAYWV HOAIC OUvOEOEi ue Tov
urrodoxéa tng IFN-y.

EAMAeippaTa otov agova IL-12/IFN-y TrpokKaAoUv guaiocOnoia o vooo
a1To HUKORBaKTNnPidla

MeTaAAdageig otoug yovoug Tng IFNL (IFNGR1 kai IFNGR2) kai STATL
TTPOKOAOUV dlaTtapayxég ME evalodnoia oTa HJuKoBakThplda
MetaAAagn oto yovo IKBKG mrou kwoikorroisi 1o uopio IKK-y(
yvwortn w¢ NEMO- NF-kB essential modulator) 1rou atroTteAel
PUBUIOTIKO TTapdyovTa TnG 0douU onparodétnong tou NF-kB
TTAPAYOVTA, TTPOKAAEI augnuévn evaioBnoia ota pukoBakTnpidia,
oxeti¢eTan pe CID, diarapaxn METAOTPOPNG TAENG KAl EWOEPHIKI
duoTpowia.

NEMO kAnpovopeital wg UAOCUVOETOG YOVOG.



Alatapaxég oto povotrdTti TnG IFN-y

Acuvi0sig Bapiég Aoipwieig amd BCG, atutra pukoBakTnpidia Kai
OOAMOVEAAQ.

AlatTapaxég Twyv utrodoxEwyv TNG IFN-y 1 Kau2, IL-12 Kai Tou
UtTToO0XE TNG.
H IL-12 dieyeipel Ta T Kal NK Agp@okuTtTapa va cuvBEoouyv Kal va

EKKpivouVv IFN-y TTOU OTn OUVEXEIO EVEPYOTTOIEI TO HOKPOPAY KAl
KUTTAPOTOSIKA CD8+T KUTTAPA YIO VO KATACTPEWPOUV TA HOAUCHEVA

HOaKpo@Aaya
AlaTapaxég Twyv uttodoXEwv TNG IL-12 kai IFN-y 1rpoodiopilovTal
WG EAATTWHEVA | AUENMEVA ETTITTEOO JE TNV KUTTOPOMETPIO PONG.



Awatapayn Exppacns IFNYR1 6ta povoxivttapa
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“Mugida”

gival To €i00g TNG AoipWENG Kail N KAIVIKA TTPpofBoAR
™me



XapaKTNPIOTIKA TWV ACINWEEWY TTOU Balouv
UtToWia KATTolag d1aTapaxng Tng avooiag

*Apxiouv ocuvOwg oTn BPEPIKA NAIKIA .
*EvToTTiOVTOI O O1APOPA CUOTAMATA OAAd
OUXVOTEPA OTO AVOATTVEUOTIKO KOI OTO OEPMA .

*Eival cuxvég N apaiEg aAAd aocuvnhnBioTa Bapiés R
AoIJwEEIC pE aocuvnNOIoTa BapIEG ETTITTAOKEG.

*Av OEV AVTIMETWTTIOOOUV E£yKaIpa ME TN KATAAANAN
AVTIMIKPORBIOKNA aywyn, €XOUV TTOPATETAMEVN TTOPEI
KAl @TWYXN amravTnon otn Bgparreia.



[Moia Opwg epyaocTnplakn digpeuvnon Oa
OKOAOUONOOUUE OTOV APPWOTO TTOU Oa TEOEI N
UTTOWIO TG OVOO OAVETTAPKEING TWV QPAYOKUTTAPWV;



20OBAPEZ H YNOTPONMIAZOYZEX2 AOIMQZ=EIX
AEPMATOZ KAl BAENNOIONQN H EZQTEPIKQN
OPIrANQN(HIAP, INEYMONEZ) KAI OZTQN

MikpoopyaviCHOI:
1. ESwkuTTapla BakThipia, kupia Staph. Aureus
2. MOknteg - KavTtita, AotrEpyiAAog fumigatus



OA2H 1

"eviKA aipaTog
TUTTOG AEUKWV

ATTOAUTOG apIBuOG OUdETEPOPIAWY



DA2H 2

PYZIONOINKOZ ATIONYTOZz APIOGMOZ
OYAETEPO®INQON

A. Tuyxaia tropeia rruperou/ Aoiuwéeic

"EAgyxog avoooo@aipivwy. IgG, IgA, IgM, IgE
Ytrotageig IgG

CH50,AP50 ka1 MBL

AspokutTapikoi uttoTrAnBuopuoi



B. KukAIKA TTOpEia TTUPETOU/ ACINWEEIG

METpnon AEUKOKUTTAPWY Kal TUTTOU dUO PopEG TG BOouada yia
6 BOonGdEG

MikpoBioAoyikdg EAeyXOGg

loi:EBV, CMV, HBV, HCV, Parvovirus

BakTthipia:ZaApovEAAa, ZIYKEAAQ,lepoivia, KautruAoBakTnpidio
Avoooo@aipiveg: IgG, IgA,IlgM, IgE



OYAETEPOIIENIA

. XWpig aAAa aigaToAOYIKA EupAMATO

METPpNON AEUKOKUTTAPWY Kail TUTTOU OUO POPEC TNG
Boopada yia 6 BOouadeg

MikpoBI10AOYIKOG £AEyXOG

loi:EBV, CMV, HBV, HCV, Parvovirus
BaktApla:ZaApovEAAa, ZIykEAAaQ,epaivia,
KautruAofBakTnpidio

Avoooo@aipiveg: IgG, IgA,IlgM, IgE



B. Avaipia, 6pouoTtrevia (xpiRoiun n cupBoAn
QINATOAOYOU)

AvaAuon pugAoU TwWV OCTWV:
Mop@oAoyia
XpwHoowuaT
Avooo@UIVOTUTTOG



®A2H 3

QuoioAoyIKd atToTEAECHATA OTN Ao 2
A. ASITOUPYIKEG DOKIMOOIEG TTOAUMOPPOTTUP VWYV

NMaBoAoyikEg OOKINAOTIEG- TTPOOOIOPICHOG YEVETIKOU
eANAEiPPATOC

B. MNep1001KOG TTUPETOG (XWPIS AOINWEEIG)
ANA, ANCA
YTrep- IgD ouvdpouo
OIKOYEVI G HECOYEIOKOG TTUPETOG
MeTaoAIkn diatapaxni



I". KUKAIKN / XpOVIO OUDETEPOTTEVIA

* AUTOOVTIOWMOATO EVOVTI OUOETEPOPIAWY

« ANA, C3/C4, RF

« Aokiyacia Coombs

NMNaboAoyika supnjuata (CupBoOArR AIHATOAOYOU)
 AvAAuon pugAOU TWV OCTWV

* AOKIMOOIEG KIVNTOTTOINO NG TTOAUMOPPOTTUPAVWYV
(G-CSF n kopT1I{OVN)

* 'EAEYX0G METABOAIKWYV dlATAPAXWV

* ATTOKAEIONOG TOU oOUuvOpOuouU Schwachman-
Diamond



4 4 7 ya ”
[ ] -

NEPINTOZH A2OENOYZ 1

MaiguTikO IoTOPIKO: MPWTO TTAIdI PAIVOTUTTIKA UYIWY YOVEWV.
Bl:3.650gr .EAcUBepN TTEPIYEVVNTIKI TTEPIODOC.

EpBoAiaoudc : DTP, Polio (3 ddo¢iq).

KAnpovouiko loTopiko: 3 Bvnoiyevr) ayopia atrd Untpik
yiayla.unrepa opeag MA.

27Tnuepwyv: Etreioddio aiparépeons. Mnrépa: Mantoux (+). Neoyvo:
OceTikn A/la Bwpakog/ Mantoux( ) Aywyn pe 1ooviadidon kai |
pipaptikivn (9 privec) w¢ TB e -
5 MNVWV: ZTAQUAOKOKKIKI) Aomw&r] PIVIKWYV XOAVWV-

ATTOOTNMATOTTOINON/ XEIPOUPYIKNA OIAVOICN KAl EKTETAUEVEG

OTOQUAOKOKKIKEG BAAREG / doBINVWaON TTPOCWTTOU Kl AKpwV. PO

avTIBIOTIKA aywyn. S
5—18 pnvwv: 2uxva eutrUpETa e oUVODO Brxa KaBwg Kal m g
UTTOTPOTTIACOUC éO’TG(pU)\OKOKKI KEC AOIJWEEIC OEPUATOC YIA TA OTTOIA -

AQUBAvEl po avTIBIOTIKA aywyn 2

18 ynvwyv: Eiocayetai oto I'.N.I. Ayia Zo@ia Adyw eUTTUPETOU Kal i

O1APPOTKWV KEVWOTEWV. a
« Evrepikr) caApovEAAwON. — -:ﬂ\[

21 pnvwyv: AlevepyeiTal avoooAOYIKOG EAEYXOG Kl
EAeyxog oudetepo@iAwyv (NBT).




evikn Bioxnuikég

aipaTog

Hg (g/dl)/ HCT 9.8/34.8 GLU 94 mg/dI

%

MCV (fl)/ 65.8/20.8 U/ Cr 21 mg/dl / 0.50
RDW% mg/dl

WBC (P/ Ly/ 13.090/ SGOT/SGPT  47/29 U/L
Mo) (31.5/54.3/5)

PLT 834.000/pl y GT/ALP 15/ 245 U/L

AVOO O aIVOTUTTOG
T-Aep@okuTTapa:
OANKa(CD3): 74%
BononTtika (CD4): 27%
KataoTaATikd(CD8): 43%
CD4/CD8:0.6

B-Aep@ okUTTOpPQ:
OAKG(CD19): 16%
Qpipa(CD13):13%

> Quoikd Kuttapoktova (CD16): 17%

AvoOooOo@aIpivVEG
IgG: 2.170 mg/dl (/r)
IgA: 93 mg/dl (1)
IgM: 246 mg/dl (1)
IgE: 66 mg/dl (1)

KAGOPaTA 2UPTTANPW KNATOG
C3: 83 mg%
C4: 21mg%




"EAeyxog

TTOAUMOPPOTTUPAV WV
XPONIA
NBT: Xwpicdiéyepon 0% (ST <20%) é KOKKIQMATQAHX
Katémv diEyepong 0% (DT 90%) NOZOZ

Xnueotagia: au¢nuévn (140% tng OT)
PayokuTTdpwon ZUPOoPUKATWY : PUCIOAOYIKN




Avemrdpkela Phox®!
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MNMopcia véoou

HLA Tutrotroinon.

®appakeuTikn aywyn: INFy (Imukin) , Septrin (Smg/kg), Ferrum , Filicine,
Sporanox (5mg/kg). Kara diaoTrjuara KaKry CUMHOPPWaon.

‘EkTOTE OUX VA EPTTUPETA, BPOYXITIOEG, UTTOTPOTTIACOUCEG OEPUATIKEG

Aolpweelg ( 508INVEG Kal ATTOCTAUATA PIVOG, TIPOCWTIOU, TPIXWTOU
KEQAANG, AKPWV) , TIEPIEOPIKA ATTOCTAATA KAl UTTOTPOTTIAOUCA TPAXNAIKN
Agp@adevitida / po avrifloTikry aywyr/ d1avoi¢n atmooTNUATOTIOINUEVWY
AEPPADEVWIV.

12 eTwv: lNveupovia AP katw Aofou.

Kara tn diadpoun Aoluwiswy. ASUKOKUTTApwON/ TTOAULOp@OTTUPNVWON,
uwnAn CRP/TKE , uwnAéc niuéc avoooapaipivwy (IgG 2.500 mg/dl, IgA
300-350 mg/dl).

14 eTwv: Algoppayikeég Kevwaoelg. KOAOVOOKOTINGN: QAEYUOVWIOEIG €V
UEPEI KOKKIWUATWOEIG AAAOIWOEIG TOU BAEVWOYOVOU TOU TTAXEOG EVTEPOU,
Nmag BaputnTtag. ‘EKTOTE XPOVIa KOAITIOA (UQEDEIG KAl £GAPTEIG), XPOovia
amTwAEIa aiparog atmd 1o N'E2, yeBaigoppayIKr avaipia, VoonAeieg/
METAYYIOEIC ZE/MTOANQTTAEC Ko)\ovooKonr]oag



MNMopeia vooou

2010 TleveTikdg EAgyX0G: MetaAAagn oto CYBB/ untépa
(POPEQC.

e 2014 Eicaywyn (EvayyeAiouoc) :

> (@2E§J;TUP£TO a1t 20 nuépou £wg 39.5° C kal GAyoc OM22

> MuknTidoiki MNveupovia AE Avw Aofou- MuknTiaoikn
uadla OTTioBIoU pecoBwpakiou / TTAPACTTOVOUAIKNA
ETTEKTOON - €TTIVEUNON (OoTeopugAiITION) ©2-O3 GTTOVOUAWY .

> XEIPOUPYIKN €Caipeon Trapcxorrovéu)\u(r]g ualoc (
2ropoTpixwaon)/ IV BopikovaloAn /

> MEeTEYXEIPNTIKA TIVEUUOVIA-TTAEUPITIKA OUAAOVYI)
(S.epidermidis)/ IV Mepotreveéun-Bavkopukivn. KaAn tTopeia.

> TEONKE o€ ATTO TOU OTOMATOC aywyn JE BopikovaloAn yia
11 ynRvec.
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« 2017 ETrwoduvn 0I10yKwWon OECIoU avTiBpayiou

MRI: uTTOO0PIO, ATTOOTNUATOTTOINKEVN
KUOTIKOJOP®PN aAAoiwan -Trapakevtnon utro CT-

KAAAIEPYEIQ TOU uypou: Phaeoacremonium
parasiticum - po aywyn e TTooakovaloAn.KaArn
TTOPEIQ.
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NEPINTOQIH A>OENOY2 1

* Appev BpEPoC 7 unvwv

* [Napatroptn a116 10 Noookouegio «Kapapavoaveio»
IO TTEPAITEPW OIEPEUVNON TTOPATEIVOUEVOU
EUTTUPETOU JE OUVOOO EPMEVOUCO QPIOTEPH TPAXNAIKN
AEPPOAOEVITIOO

* AOYyw TTOPATEIVOUEVOU EUTTUPETOU KAl Un
QVTOATTIOKPIONG OTN XOPnynon TTOAAQTTAWY
QVTIBIOTIKWY OXNUATWY, TO BPEPOg EAAE Y-@aipivn
w¢ mlavo Kawasaki Kai ¢eKivnoe aywyn JE aoTTipivn
oe d0oon 50mg/kg



NEPINTOQIH A>OENOY2 1

 ATOMIKO IOCTOPIKO : EAEUOEPO
* OIKOYEVEIOKO ICTOPIKO :
MnTPIKOC TTATTTTOUC. ATTERIWOE aTTO Acuxaiuia o€ nAIKia 40 eTwv.

AdEP@EC UNTPIKAC VIAYIAC: Bdavarog 2 Traidiwv o€ nAiKia 6
MNVWV ayvwoTou aiTioAoyiag, 8avartog tTaidiou 5 eTwv amod
Aguxaipia

MntEpa:NoonAcia otnNeupoAoyikr) KAIvIKA Tou avetmioTnuiakou
Noo. [Natpwv AGyw ai@pvidiag TETPATTIAPECNS KAl EUTTUPETOU




KAIVIKN €€€Taon

MeTTTIKO: KOIAIQ, MOAGKKN, EUTTIEOTN, avwdouvn,
EVTEPIKOI YOI TTapOVTESG. HITap 2+, orAnv 1+.

o Agp@adéveg: Mada AEPNPAOEVWIV APICTEPNG

TPAXNAIKAG XWpPag, Nmmiwg emwduvol  oOTn

ynAdaenon, Xwpeic egpubpotnTa 1n Oepuornta
UTTEPKEIMEVOU OEPUATOG



EpyaoTnplakOc EAeyYocC

Cevikn aiparog: : WBC 19890/uL (M 54%, A 30%, M 6%, H 7%) Hb 8,3
g/dl, Ht 26,4 %, MCV 62, MCH 19,7, RDW 23%, PLT 625000/pL

Bioxnuikog éAeyxog: Oupia 24 mg/dl, Kpeanivivn 0.12 mg/dl, K 5,2
mmol/L, Na 135 mmol/L, SGOT 100 U/l, SGPT 86 U/l, yGT 111 U/,
LDH 354 U/I, ALP 198 U/l, oupiké o¢u 2,3 mg/dl

®eppitivn 203 ng/ml
CRP 31,6 mg/L, TKE110 mmlh
Napdyovrec mAéng: PT 13,1 sec, aPTT 30,5 sec, ivwdoyévo 363
mg%
Fevik OUpwyv (U-bag): xwpig Ta@oAoyikd eupiuara.




ATTEIKOVIOTIKOC EAEYXOC

U/S kolAiag, U/S TpaxnAou, a/a Bwpakog kai CT
Bwpakog/kolAiag/TpaxnAou :

H1ratooTrAnvouEyaAia, UTTONXEG TTEPIOXEC OTO OTTANVA

o  AEUPADEVIKOC OXNMATIONOC OTNV APIOTEPN TTAQYIA TPpaxNAIKN

XWPA OIAPETPOU 2,7 €K., TTOAAATTAOI DIOYKWUEVOI AEUPADEVEC TNG
o@ayITIOIKNG AAUCOU O€ Ouada, HJE DIAMETPO 3 €K., AlyOTEPOI
OIOYKWMEVOI AgpPadEveG oTn OECIA TPAaXNAIKA Xwpa

*  AIOYKWMEVOI AEPUPADEVEC OTN TTUAN TOU NTTATOG, TTAPACOPTIKA,

OTO NECOBWPAKIO, OECIA TTAPAOICOPAYIKA, KATWOEV TOU
O1a@PPAYHATOC OTOV OTTIOBOTTEPITOVAIKO KOl JECEVTEQIO XWPO

OlwdEIC AANOIWCEIC OTO TIVEUMOVIKO TTAPEYXUMA



Aigpelvnon TpaxnNAIKNG Aep@adeviTidag

 OpoAoyIKog— HIKPOBIOAOYIKOG EAEYXOC:
Avrtidpaon Wright, Leishmania(K39), Syphilis RPR,
Abs Borrelia/Bartonella/EBV/CMV/Toxoplasma
Markers (HIV, anti-HCV, HbsAQ): ApvnNTIKOG EAeyX0C
« Mantoux: apvnTikn

* ExTignon tou Bpégoug amo Tunua AiuatoAoyiag-OykoAoyiag
—> TTPOYPANMATIONOC VIO OOTEOUUEAIKN Blowia

* ExTiynon Toug Bpépoug amo To Tunua QPA >
TTPOYPAUMATIONOC Yia Bioyia TpaxnAIKou AeupadEva




APYXIKN OVTIUETWITION

Katd Tnv elcaywyn:

e 2U0vEXION aywyng¢ Me aoTTipivn, oe d6on Smg/kg
 [aoTpoTTpooTaCia e OPETTPACOAN

MeTG TNV £vapgn TOU EUTTUPETOU:

« 17/11/2020: IV aimrpo@Aogaacivn , KAIVOAUUKIvN

« 18/11/2020 — 22/11/2020: \YJ AiveCoAidn,
TITTEPAKIAAIVR/TAlOUTTOKTAUN

o 23/11/2020 — 27/11/2020: IV pepoTtreveéun, AiveCoAidn
e 27/11/2020- 30/11/2020: IV AiveCoAidn, pocipAogaaivn

2VOVEYLON EUTVPETOV + EUUEVOV G TPAYNAKN AEUPAOEVITION



130 24wpo voonAsiac — 80 24wWPO EUTTUPETOU . . «

BIOWIA tpaxnAikouU Agp@adéva:
EKTETAUEVN KOKKIWPATWONG PAEYHOVI UE KEVTPIKN VEKPWON
-Xpwan Ziehl-Nielsen apvnTikn
-AvAadeIgn oTraviwy OTTOPWVY JHUKATWY OE MEPOVWHEVEC TOMEC

OoTteopueAikn BIOWIA:

ETrapkn kuttapoBpiBeia oupfarn pe Tnv nAIKia, Xwpig oToixEia
KokonBeiag, TTapoucia TmBNAIOEIOWY KOKKIWUATWY PN VEKPWTIKWY
UE apvNTIKEC Xpwaoelc ™AS, Ziehl-Nielsen, Giemsa

AOIMQEH AITO

XPONIA MYKOBAKTHPIAIO THE

KOKKIQMATQAHX

NOZOX OYMATIQXHY H ATYTIA

MYKOBAKTHPIATA




AtroTeAéoppaTa HIKPORBIOAOYIKOU EAEYXOU

K/a TpaxnAIKoU Aep@adEva yia Koiva

BakTtApia:
S.Aureus
Candidaparapsilosis

‘EAgyXO0C yIa QuuaTiwon Kal ATuTTa
uukopaktnpidia (PCR kai k/a atro
TpaxNAIKO Aepadeva, ENY, pueAo kal
yaoTpika uypa Quantiferon, Mantoux) :

apvnNTIKOG




O@OaAUOAOYIKN EKTIUNON

[TOAAQTTAEC XOPIOANPIBANCTPIOEIDIKEC EOTIEC 10IWG OECIOU
0POAAPOU pE DIOOTTOPA £WC TNG £CW TTEPIPEPEIA KA TIC TTIO
EUMEYEDEIC oToV OTTIOB0I0 TTOAO, 2UVUTIPXE OOAPOTTIOINON OPIWV
TWV MEYOAAWYV €0TIWV, WG TTIBav EVOEIEN OCEiag PAEYUOVAC

UTTOXWPENON XOPIOAUQIBANCTPIOEIDIKWY EOTIWV OE DIAPETPO KAl
UWocg Aupw



Emrousva BAauara

« ‘EAgyyoc via JUKOBAKTNPI®IO TNC QUUATIWONC KAl VIO ATUTTO
Euxoéamﬁéigla

* TMapdAAnAa évapén avTIQUHATIKAG AYWYAGS HE PIQAMTTIKIV
Kal iocoviadion

 EkTignon amd 1o tunua MNpwroradwyv AVOCOAVETTAPKEI WV
KOl EAEYXOG VIA XPOVIA KOKKIWHATWON VOO0

DHR : Mn aviyveuoiun oé€idwrikR IKAVOTNTO

mmoAupop@otrupnvwy, AEN givail duvari n aviXVveuon TnG
EMMIQAVEIOKNC EKOPOONC T AUKprr WTEIV QlT
NADPHo¢sidaonc otov mTAnOUOUO TWV LOVOKUTTAP WV

Aildyvwon
OYAOZYNAETOZ XPONIA KOKKIQMATQAHXNO20OX




O@EPATTEUTIKI AVTIMETWTTION

AIQKOTT) QVTIQUUATIKNG QYyWYNGS

AIQKOTT) TNC XOpPnynong aocTpivng

Aywyn JE ap@oTEPIKIVN (9 pEPEC), @AOUKOVALOAN (20 PEPEQ)
Kal TPpIpnEBOTTPINN/OOUA@OEBOEalOAN (20 NEPEC),
KAOSOKIAAIVN (15 HEPEC) EVOOPAERIWG

‘Evapgn evoopAEBiac aywync pe rpedviCoAovn 1mg/kg/24h —
OTadIOKN MEIWON - CUVOAIKA 17 JEPEC AYWYNC

Amvpelila - BelTimon KMVIKNG EIKOVOG—
IIT®o1 0EIKTOV QAEYHLOVIS



MpoguAakTIKrA BepaTtreia — MpoaBrikn INF-y

AVTIMIKPORBIOK  « TpiueBoTTpiun/coul@apebofaloin
TTPOPUAOLN (5mg/kg/24h) p.o.

AVTINUKNTIOOIKN

mpogUAaEn TPaKovagoAn (Smgrkg/z4h) p.o.

- * UTTOOOPIO XOPNYNOoN, 3 POPES TNV
"FN-y gfOouada



Oepatreia - AVTIMETWTTION

« Or1o16x01 NG avTipeTwTTiong TN CGD civai:

3.n ETMOETIKN

. . . 4.0pIOTIKN
1.€ykaipn 2 N avTIUIKooBIaK AVTIUETWTTION TWV ,
dIdyvwaon Kail f l.J«;“p brakn ETTITTAOK WV TWV GWUSJS)OTSS nmes
Bepateia QVOOOTPOTIOINTIKA MoIHWEEWV

TTPOQUAaEN



e 2g KAOE TTEPITTTWON ATTAITEITAI
YEVETIKOG EAEYXOG VIO TNV
empeBaiwon Tng vooou

[ EVETIKOG
EAEYXOC




‘EAEYYXOC HEAWV TNC OIKOVEVEIQC

« DHR pntépa:

duaioloyikr) ogeIdWTIKA IKavOTNTa 0TO 56% TWV
TTOAULOP@OTTUPNAVWY, €IKOVA cuupBaTr JE eTEpoluywTia
(PUAOOUVOETNG XPOVIOC KOKKIWMATWOOUG VOOOU

« DHR adegp®n:

duaoioAoyikry oCeIdWTIKN IKAVOTNTA 0TO 40% TWV
TTOAUMOP@OTIUPAVWY, €IKOVA cuupBaTh Ye eTepoluywTia
(PUAOOUVOETNG XPOVIOC KOKKIWHUATWOOUC VOOOU




MeTapooxeuon JUEAOU TwWV

O0TWYV

H emiTUXNG HETAUOOXEUON MUEAOU TWV OCTWV Eival N OPIOTIKN
Oepartreia TNG vOoou

MT1TOopEi avaoTpEWEl Kal TIC PAEYHUOVWOEIC ETTITTAOKEC TG VOOOU
H petapdoyxeuon Ba trpetrel va An@Bei uttowiv va
TTPOYPOUMATIOTEI Aueca av BpeBei oupBarog 00TNG, Kabwg
UTTAPXEI MEYAAUTEPO TTOOOCTO ETTITUXIOC OO0 VWPITEPA YIVEI N
LMETANOOXEUON KAl 000 AIlYOTEPEC ETTITTAOKEC TNG VOOOU EXEI
EM@AVIoEl 0 0BV C



MlovidiaKN
OepaTtreia

e MrtTopei va aTtroTeEAEOEI
EVOAAQKTIKN YIO aoBeveic TTOU
Oev £Xouv oupfBaTo d0Tn




NMpéyvwon

H voonpoTtnta Kai n Bvnrotnta £xel BEATIWOEI TIC
TEAEUTAIEC DEKAETIEC AOYW TNG TTPOWIMOTEPNG dlAYVWONG
TNG VOOOU, JE TN XOPynon avTidikpoRBIakAC Kal
QVTIMUKNTIOOIKNG TTPOQUAACNG KAl TG EYKAIPNG
QAVTIMETWTTIONG TWV ETTITTAOKWY TNG VOOOU

[TooooTd emiBiwong pera amdé MMO €xouv aucnBei Tnv
TeEAeuTaia 20¢Tia.



XPONIA KOKKIOMATOQAH2 NO20O2 (CGD)




Plasma - Fungus
membrane ) 7%,
d ;‘ %
Bacteria

w0
HOCI

t7 weo
OH ¢ Phagosome

H202 ‘-‘»HzO o 02
Fe3* Fe2' TCAT

[MAGOIENEIA

Normal




Kuplotepeg Aorpwisic:

MNMveupovia (50% Twv Trveupoviwy o€ aocBeveic ue CGD
TTPOKAAOUVTAI ATTO JUKNTEG, 10IaiTEPa ACTTEPYIAAO, AAAOI
HIKPOOPYQAVIOUOI TTOU ETTIONG OUXVA TIPOKAAOUV TTVEUHOVIO
gival ol Burkholderia cepasia, Serratia marsens, Klebsiella
pneumoniae kal Nocardia.)

AeppadeviTiOa

ATTooTAMATA (I0TWV , OEPUATOG, OPYAVWV: TTEPITIPWKTIKA
ATTOOTAMATA KAl opelKa oupiyyla, ATTOOTAUATA (TTATOG)

OoTteopueAiTION
AgpHATIKEG AOINWEEIS (KUTTAPITIOA-UOAUCUATIKO KNPio)

BakTtnpilaipia (B. cepacia complex , S. marcescens,
Chromobacterium violaceum) —MuknTaigia



Lymph nodes
(infection)

Liver
(abscess)

KAIVIKEGC EKONAWOEIC ava cuoTnua

 Tlaorpevrepikd: KolAiakd AAyoc, didppola, KOAITIdq,
TTPWKTITIOA, OTEVWOEIG , OUPIYYIA, KAl ATTOPPAEN

*  "Hmap: At¢non NTaTikwy evCUPWY, QAPUOKEUTIKI)
nTatitida, KokKiwuara, AoBaia nmrarinda, TPoaBoAn Tng
TTUAQiag QAERAC Ye OTTANVOPEYAAiQ, NTTATIKA ATTOOTAUATA,
nratoueyaAia, NMuAaia utrépTaon

* Oupoyevvnriko: OupnTnPIKEG Kal OUPNBPIKEG OTEVWOEIG,
OUPOAOINWCEEIC, ETTNPEACHEVN VEPPIKN AEITOUPYia, Kal
KOKKIWMNATWON 0Up0odOX0U KUOTEWG.

« 2Touarikég : [epiodovritida, OUAITIOq, OTONATITIOQ,
a@Bwon €AKN KAl UTTEPTPOPIa OUAWV.

« Aiarapayxéc tn¢ avamruéng

»  Asgpuarikég: Mn Ao1pwdEIC SEPPATIKEG EKONAWOEIC TNG
Cé)gﬂeplAadevouv pwrtoguaioOnaia, d1o0koEIdr) AUKO,
KOKKIWMOTWOEIC BAGPBEC Kal ayyeliTIOA.

O1 Aotpweeic otnv CGD utropei va euTTAEKOUV OTTOIOOATTOTE

Opyavo, cuCTNUA 1 1I0TO TOU CWHPATOG, OPWG TO OEPUA, Ol

TTIVEUMOVEG, O AENPADEVEG, TO NTTAP, TA OOTA KA, MEPIKEC

POPEC, O EYKEPAAOC ival ouvrnBwWC Ta onueia evioTTiong TNG

Aoipwénc.



2. UXVOTEPOI UIKPOOPYAVIOOI

S.aureus

Serratia marcescens

Burkholderia cepacia

Nocardia

Actinomyces

Salmonella

Mycobacteria, Bacillus Calmette-Guerin (BCG)
Mycobacterium tuberculosis

Candida albicans

Aspergillus



Kupiwg OTO yaOTPEVTEPIKO
KQI TO OUPOTTOINTIKO
ouoTnua, Kaloe aANoug
IOTOUG ,0TTWG O
AMQIBANOCTPOEIBNG, TO

, ATTApP, Ol TTVEUUOVEG KAl
Kokkiwuara 00Td.

KokKIwuaTtwdng gAsyuovn
MTTOPEI va odnynoel o€
OoTEVWON o€ TTOANA KoiAa
opyava—-> TTUAWPIKA
OTEVWON, OTEVWON
0100(pAyouU, oupnTNPIKES Kal
OUPNBPIKEG OTEVWOEIG




AOYW TWV eTTavVOAAUBAVOUEVWV AOIHW EEWV OTA TTAIBIA e XKN UTTApXEl Jia auveXng
QAeyuovWwOnG diepyacia > @AEYHOVWOEIC EKONAWOEIC TG VOOOU

Inflammatory complications of CGD include:

chronic lung colitis pericardial
disease effusion

¢ o

fulminant

gingivitis mulch chorioretinitis
pneumonitis

O1 aoBeveig ue CGD 1Tapdyouv ueYAAo apIBuo avTiow HATWY-auToavVTIOWHATWY 2 10-15%
eMoavilouv AYTOANOZE2 EKAHAQIEIZ

AI0KO€I0AC epuBNUATWONG AUKOG Kal ZEA

8101700 B pouBoTTEVIKA TTOPPUPA

|d10TTaBAC veavikr) apBpiTida

AUTOAVOOEC TTIVEUPOVIKEG TTaBA0EIC, IgA veQpPOTTABEIa, avTIPwOoPONITTIOIKO OUVOPOUO,
UTTOTPOTTIAlOUC A TTEPIKAPDITION




OpOaAuikéc
BAaBeg

. XODIOGU(DIB)\HGTDOEII6IK£C BAaBsc
AyvwoTou aiTioAoyiag

2UVIOTATAI ETTAVEAEYXOG KABE 2-3 xpovia
ue BuBOOKATINON yIa TNV €CEAICN TWV
BAaBwv

211G TIEPICOOTEPEG TTEPITITWOEIG DEV
odnyouv o€ atTwAgla 0paong

o  KOKKIWUATA OTOV Au@IBANCTPOEIDN)

 Payociditida




Moeavn cuvitTapén pe aAAa cuvopoua

Contiguous Gene Deletion Syndrome

McLeod

&

Duchenne
Muscular
Dystrophy

Retinitis

* Acanthocytosis
* Absent Kx

eurologic

Pigmentosa

N 3 20 X 3 60 K 3 30 X 3 500 K 37.620K 375K 3 SO K
KX — CYBB —

* Mc Leod cuvdpopo:

ao0¢evng ekppaon Kell avriyovwy ata epubpa -

akavBokuTTapa

EkONAWOEIG: AIJOAUTIKI AvValia JETA ATTO

uerayyion e Kell + RB

21N 4n 0ekaTtia TNG (wNG ME VEUPOAOYIKEG

(MuoTTOBEIQ, XOpPEia, TTEPIPEPIKN VEUPOTTABEIQ),
UXIATPIKEG I KAPOIAYYEIOKEG EKONAWOEIG

KAPOIONUOTTABEIa, apPUBOUIED)

Aldyvwon UTTopEi va Yivel O€ TUXAio EAEYXO —

aKavBokUTTapwon kal aucnuevn CPK

* Muikni duoTtpo@ia Duchenne

MeAayXpwoTiK aU@IBANCTPOEIOOTTABEIO



Popeic TS METAAAAENC O0TO X XpWHOoWHA

O1 popeig TG ouvdedepevng pe X-CGD éxouv 2 uromrAnBuopoug
QAYOKUTTAPWYV AEITOUPVYIKA KAl N AEITOUPYIKA — ETTOPEVWG KIVOUVOG
Aoipweng Tuttou CGD avaAdywc HE TO TTOCOOTO TWV HN AEITOUPYIKWY
PAYOKUTTAPWYV

‘Exouv avagepbei TepITITWOEIG TIPOOOEUTIKAC WE TNV NAIKIA
adpavoTToiNaNg X-XPWUOOWUATWY OTIG OTTOIEG Ol A0BEVEIG O1ATPEXOUV
Kivouvo yia poAuvoelg Tutrou CGD

®opeig e AMyoTepo a1rd 20% AGYw TTPOODEUTIKNG AdPAVOTTOINONG TOU X-
XPWHooWwMAToG ekPppalouv PETpia TTpog ocofBapn CGD
‘Exouv dnuoaoieuTEl ava@opEC BNAUKWY POPEWY E DIOKOEIDN

£puBNUATWON AUKO, £gavONUATA PWTOELUAITONCIAG, PAEYHOVWONG VOOOG
TOU EVTEPOU Kal GAAa autodvooa paivopeva

AuTa TO EUPAUATA ONPIOUPYOUV EPWTAHATA OXETIKA PE TN UAKPOXPOVIA
UYEID TWV YUVAIKWY QOPEWV TNG VOGOU Kal TNV KATAAANAOGANTA TOUG WG
OOTEC YIA HETAPOOXEUON M.0. OTA TTACXOVTA PEAN TNG OIKOYEVEIAG TOUG




EpyaocTnpiakda eupquata Twv aclevwyv pe CGD

Avaiyia Xpoviag vooou, ouvhBwg UTTOXpwHN-
UIKPOKUTTAPIKNA

Augnuévol ocikTeg pAeyuovrc (TKE , CRP) ouvibwg katd
TNV OIAPKEIA TWV AOIHWCEWV

/AEUKOKUTTAPWON

YTrepyapac@aipivaiia , moeavov Aoyw Xpoviag
PAgyuovng

YtroaABoupivaipia , o1o 70% Twv aoBevwV Je GUUPETOXN

TOU YOOTPEVTEPIKOU KAl OTO 25 Y% XWPIG YOO TPEVTEPIKEG
EKONAWOEIC.




NMpo@uUAaKTIKN BeparTreia

[Mpo@uUAaKTIKA xoprynon TPIMEBOTTPIUNG-
ooUA@oueBOEalOANG (TTOU ETTITUYXAVEI IKAVOTTOINTIKNA
EVOUKUTTAPIO OUYKEVTPWON). Aoon 5 mg/kg/nuepa, Ye
Baon tnv TPIMEBOTTIPIUN ATTO TOU OTOUATOG

AvTiguknTiaoikn TTpo@uAacn pe IrpakovaloAn 5mg/kg/24h
ATToQuYN £kBeang o€ TrePISAAAOV TTOU TTPOOINBETEI OE
AVATITUEN AOIMWEEWYV ATTO MUKNTEC

[MpocBNAKN IVTEPPEPOVNG —Y OTNV TTPOPUAAEN.
[MpoTtelvouevn d6on 50 mcg/m2uttodopiwg TPEIC POPEC TNV
gBOouAda, yia TTaidid < 0.5 m2, 1.5 mcg/kg

EppoAiaoTikn kKaAuwn og Taidid/Bpépn pe CGD: avrevdeign

atroTeAei povo n xopnynon BCG, ouvioTtaral £11010G
EMBOAIACPOG UE QVTIVPITTIKO apBo)\lo



O¢paTtreia oeiag Aoipwing

KaBe eutTupeTn Aoidwen TTPETTEI VO AVTIMETWTTICETAI ETTIOETIKA JE
avTIRIOTIKI) aywyn

A@ou £xouv AneBei KaAAIEpyeieg o1 agBeveig TTPETTEI Va BepaTTeUovTal
EUTTEIPDIKA VIO gram-apvnTIKEC, gram-0eTIkEC , Nocardia AoIPwWEEIC Kal
QVTIMIKPORBIOKA TTOU E1I0XWPEOUV EVOOKUTTAPIA JEXPI VA TAUTOTTOINGEI TO
utTeEUBUVOo TTaBoyovo

Av atTopovwOEi OTaPUAOKOKKOC QVTIOTAPUAOKOKKIKI TTEVIKIAAIVN TTX
KAOCAKIAAiVN 1] KAIVOQUKIVN

[Mavra TTPETTEl va TIBETAI N UTTOWia YUKNTIAOIKAC Aoidweng, 1I01KA av Ogv
UTTAPGEI AVTATTOKPION OTNV AVTIRIOTIKN aywyr'}\— BopikavolOAn givai n
Bepartreipa eKAOYNG o€ AOIPWEN aTTO ACTTEPYIAAO

Xopnynon YAUKOKOPTIKOEIOWY OTIC PAEYHOVWOEIC EKONAWOEIC TNG
vOOOU Kal 0€ atro@pacn KoiAwv opyavwy (BeTIKA atToTEAEOUATA O€
TTEPITITWOEIC NTTATIKWY ATTOOTNHATWY, TTvEUUOViag atto Nokdapdia kai
o€ KOAITIOQ)

XEIPOUPYIKA TTAPOXETEUD ATTOOTNHATWY O€ Aeppadévec, NTTap, opbou,
VEQPWV N GAAWV EVTOTTIOEWV




