NAIAIATPIKH AOIMQZIOAOIA

Ol MPQTOMNAGEIZ ANOZOANENAPKEIEZ KAI Ol KAINIKEZ EKAHAQZEIZ TON
AIATAPAXQN ®AIOKYTTAPQN,

19 MaprTiou 2022
MavwAng Aiatong
MNaidiarpog — AvoooAdyog
2uvToVvioTAG AleuBuvTNg
TuRua Avoooloyiag — loTooupuparoTnrag
E181k6 Kévtpo & Kévrpo Avagopdg yia
MpwTrotraBeig Avoooavemrdpkeleg — Maidiarpikl Avoooloyia

H peAETN TNG avoooAoyiag gival SUOKOAN yia TpIG KUploug Adyoug. MpwTov, TTapouciadel
TTOAEG  AETTTOUEPEIEG KAl QUTEG €UTTODICOUV TTOANEG QOPEC T KATAVONON TOU
avTikeIgévou. KaAd Aoimmov gival va eTTIKEVTPWOOUNE OTN JEYAAN €IKOVA. TIG AETTTOUEPEIES
MTTOPEI KATTOI0C Va Bpel KATTou aAAoU. AglTepn duokoAia oTn KaTavonon eivai, 0,71 o€
KAOe Kavova UTTapxEl Kal Katrola e€aipeon. BERaia, o1 ¢aipéoelg fonBouv oTnv epunveia
TNG A€ITOUPYIag TOU AVOOCIOKOU CUCTHAMATOG. ZKOTTIMO OpwG, €ival va PuAdBouue Toug
Kavoveg. H Tpitn kal onuavtikdTepn €ival 6,TI N yvwon Jag oTnv avoooAoyia e¢eAicoeTal.
MoAAG gival Ta avatravinTa €pWTAMATA KAl OTI CHPEPA @aiveTal AOYIKO OTO PEAAOV
MTTOPEI Va atrodelxBei AdBOG.

Oa TPETTEl Va €XOUME KATd vou O,TI TO avooIakd cUoTNPa aTToTEAEITal atTd TTOAAOUG
TTAIKTEG KAl N ouvepyaoia Kal n aAAnAokdAuywn , OTTWG Hia KaAp opdda TTodoo@aipou
TTOU TTaiEl € OUOTNUA, TTPOCYEPEI TNV AVOOIAKN ETTAPKEIA.

Moloi 6pwg gival o1 TTAIKTEG;

O1 puoikoi gpayuoi: Aépua(2 1.4) Kal BAevvoyovol (400 T.u)

H un «dikn n euoikn avooia:. Makpo@daya , MNpwTeiveg TOU CUPTTANPWUATOS Kal
Quoikd kuttapokTova (NK).

Eidikn n emikrntn avooia: Avtiowpara (IgG, IgA, IgM, IgD, IgE ), T kai B
Aep@oKUTTOPQ

H avoolak) amdvinon emTuyXAveTal PE Tn ouyxpoviopévn Asiroupyia diapopwyv
KUTTAPWYV, TTOU aTTapTi(OuV TO avoalakd oUoTnUa KaBuwg Kal atrd 1a SIaAUTA popia TTou
autd ekkpivouv. Ta KUTTOpA  TTOU ATTaPTiCOUV TO AVOOIOKO oUcTnua €ival Ta
®ayokuTtTapa (Makpogdya kai MoAupopoTtrupnva) kai Ta AsugokuTtrapa (B, T kai
NK). Ta @ayokuttapa kai NK avAkouv oTtn un €10IKi avooia, evw Ta T kai B
AepokuTtTapa otn €8Ik 13 €miktnTn avooia. Or dlaAutoi TTapdyovteg eivalr Ta
AVTIOWMATA, Ol KUTTOPOKIVES , Ol TIPWTEIVEG TOU CUUTTANPWHOTOG Kal Ol TTApAyoVvTEG TNG
@Aeypovng. Epeig 0a emkevipwBoupe ota @PayokUtrapa (Makpogdya Kai
MoAupop@oTtrupnva.

MONOKYTTAPA/®ATOKYTTAPA

Ta eayokUTTapa atroTeAOUV KUTTAPA TNG UN EI8IKNAG Avooiag, JE KUPIOUG EKTTPOCWTIOUG TO
MOKPO@PAYO Kal TO OUOETEPOPIAO TTOAULOPPOTTUPNVO.



MAKPO®ATA

Ta pakpo@dya Tapdyovtal 0To HUEAG TwWV OOTWV WG HOVOTTUPNVA. 2TO Qia KUKAOPOPOUV £WG
3 MEPEG Kal PETA KABNAWVOVTAI OTOUG I0TOUG, OTTOTE OvoudlovTal IOTIKA Jakpo®aya (KUT.
Langerhans -6épua , kuT. Kupffer-qmap, 0o0TeOKAGOTEG-00TA, KUWEAIBIKA HAKPOPAYQ-
TTVEUUOVOG).2TO TTEPIPEPIKO aipa aTToTEAOUV TO 2-6%. TO HOKPOPAYO aTTavTaTal O€ TPIG
KATOOTACEIG ETOINOTNTAG: 2TOUG I0TOUG BPIOKETAI OE KATAOTAON NPEMIAG ME apyd puBud
TTOAQTTAQCIACOMOU. € AuTr) TN KATAOTAON N KUPIa AEIToUpyia Tou gival va gadeuel 0,TI axpnoTo
UTTAPXE! YUPW aTTO auTo Kal £€T01 KaBapidel TN yUpw TTEPIOXN ATTO TA OKOUTTIdIA —
«oKouTtrido@ayog». H ékppaon Twv popiwv MHC 1d¢ng Il o kardoTaon npepiag otnv
ETTIPAVEIN TWV JOKPOPAYOU €ival PIKPH KAl OEV PTTOPEI va TTaigel TOV pOAO TOU
QAVTIYOVOTTAPOUCIOCTIKOU KUTTApPoU. H Cwn) yia To KOIVO pakpo@Ayo ival TToAU BapeTh, (€l 0TOUG
I0TOUG YIa PAVES aTTAWG paleuovTtag okouTridia. OAa dpws aAAdlouyv, otav AdBel unvuuarta
ouvayepUou 6,Ti oI ppaypoi duuvag £xouv dlaoTracOei kal €I0BOAEIG £xouv €I0EABEI TNV
TTEPIOXT). TOTE TO HOKPOPAYO EVEPYOTTOIEITAI, QUEAVEI TNV EKPPACT TwVv popiwv MHCII otnv
ETMPAVEIR TOU KABWG KAl TN QAYOKUTTAPIKN Tou IKavoTnTa. ‘ETo1 ¢ Kal cupBei va
(PAYOKUTTOPWOEI KAl KATTOIOV EICBOAEQ , TO HAKPOPAYO AEITOUPYEI Oav
AVTIYOVOTTAPOUCIACTIKO KUTTAPO KAl UTTOPEI va TTAPOUCIACE! TUAHATA TWV TTPWTEIVWV
(TTETTTIOIN) TOU €I0BOAEA OTNV ETTIPAVEIA TOU. TO TTI0 I0XUPO KAl TO TTI0 KOAG JEAETNPEVO Oua
TTOU UTTOPEI VA KIVNTOTTOINOEI TO NPEPO HAKPOPAYO TTPoEpXETal atro TNV IFN-y. Eival yvwoTd 6,11
UTTApXOouV Tpia €idn IvTepPepovwV: a, B Kal y. O1 a Kal B IVTEPPEPOVES gival TTPWTEIVES TTOU
TTaPAyoVTal KAl EKKPivovTal atrd KUTTapa o€ atrdvrnon Ioyevwy Aolgwéewyv. Mia Baoikn
Aeiroupyia Twv IFN-a kai IFN-B €ival va TTpo€idoTroioUv Ta TTANCiov KUTTapa 0TI JTTopEi GUVTONQ
va 0exBouv €TiBeon atTd 10UG KAl AV auTO CUPBET TTPETTEI VO QUTOKATAOTPAPOUV. ATTOTEAECUQ
QUTAG TNG OATPOUIOTIKAG TTPAENG cival 0 BAvaTog TG00 Tou POAUCHEVOU KUTTAPOU 60O Kal TOU
10U. O1 U0 AUTEG IVTEPPEPOVES TTAPAYOVTAI ATTO TA TTEPICCOTEPA KUTTAPA, VW N IFN-y
TTapdyeTal KUpla ato Ta T kal Ta NK KUTTapad. ZTn KATAOTACT EVEPYOTTOINONG TO JAKPOPAYO
gival €¢ iocou KaAG avTiyovoTTapouCIacTIKO OCO KAl KUTTAPOKTOVO KUTTAPO. Ev TOUTOIG TO
Makpo@dyo uTropei va Bpebei kal o€ pia katdoTaon utrepdpacTnEIOTNTAG TTOU TNV OTTOKTA OTavV
OexBei atr’ eubeiag purivupa atrd Tov €I0BoAEa. To TTI0 KOAG JEAETNPEVO OO TTPOEPXETAI ATTO TN
AirrottoAucakyapidn (LPS), TTou BpiokeTal oTnV £§WTEPIKN ETTIQAVEIQ TwV Gram- BakTnpidiwy,
OTTwg 10 E.coli. H LPS atmmoBdAAeTal atrd T BAKTHPIA KAl JTTOPEI VO ouvOEBEi e TOUG
KATAAANAOUG UTTODOXEIC OTNV ETTIPAVEIA TWV DIEYEPHEVWV HOKPOPAYWYV. TO JOKPOPAYO EXEI
€TTioNg UTTOBOXEIG yIa TN Havvoln — évav udatavBpaka TTouU €ival CUCTATIKO TOU KUTTAPIKOU
TOIXWHATOG TTOAAWYV KOIVWV TTaB0YOVWV- TTOU €ival £va opa KIVOUVOU Kal EVEPYOTTOIE TIG
TTPWTEIVEG TOU CUPTTANPWHATOGS. 'ETOI TAV 01 UTTOBOXEIG TV JAKPOPAYwWY £XOUV OUVOEDEI €iTe
Me Tn LPS gite pe tn pavvoldn, 1o pakpo@dyo cival atroAuta oiyoupo OTI eI Yivel EI0BOAR.
AVTIUETWTTICOVTOG TO HOKPOPAYO QUTH TN TTPAYUATIKOTNTA OTAUATA va TTOANQTTAACIACETAI KAl
OTPEPEI TN TTPOCOXNA TOU OTO VA OKOTWOEI TOV EI0B0AEQ.

2€ auTr TNV UTTEPBIEYEPUEVN KATAOTAON TO JOKPOPAYO augdveTal o€ HEYEBOG Kal ETTITAXUVEI TO
pPUBUOG TNG YayokuTTapwaong. MNpdyuati To GayokUTTaPO YiveTal TOGO PJEYAAO TTOU UTTOPEI va
KATOTTIEI EI030AEIG TOOO peydAoug 600 Kal Eva povoTTupnvo TTapdaciTo. Ta utrepdieyepuéva
MOKPO@PAya TTaPAYyoUV Kal EKKPivouv Tn KuTTapokivn TNF. AUTA n KUTTOPOKivn PITTOPEI va
OKOTWOEI KOKOAON KUTTaPA, KUTTAPA JOAUCHEVA JE 100G aAAG Kal UTTOpEi va BonBnoel Kal Tnv
evepyoTToinon GAAWYV KUTTAPWY TOU QVOCIOKOU OUCTAUOTOG. 2TO EOWTEPIKO TOU
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uTTEPOPACTNPIOTTOINKEVOU HOKPOPAYOU O apPIOUOS TWV AUCOCWUATWY QUEAVETAI £TOI WWOTE N
BavaTWwon TwV KATATTIWHEVWY EI0BOAEWV YiVETaI TTIO €UKOAN. ETTITTPO0BETWG Ta Hakpo@dya
augdvouv Tn TTapaywyr EVEPYwY Popiwyv ofuyovou, 0TTwe H202. ‘ETol Ta uTttepevepyoTToinuéva
MAKPO@Aya UTTOPOUV VA OKOTWOOUV KAl TTOAUKUTTOPA TTAPACITA , TTOU AV KAl €ival TTOAU
MEYAAUTEPA TOUG TA KATATTIVOUV THNUATIKA Kal adeIAlouV TO TTEPIEXOPEVO TWV AUCOCWUATWYV
ETTAVW TOUG KOI TO KATAOTPEPOUV.

To pakpo@dyo Aoitrédv gival Eva TTOAUTTAEUPO KUTTAPO Kal UTTOPEI va OpAcel cav
"ZKouTtrIdo@Aayog", oav avTiyovoTrapouoiaoTIKO KUTTapo aAAd Kal oav KUTTApOKTovo. H
kKatraotaon &€ dpacTtnpIdTNTAg TToU Ba Bpedei e¢apTdTal Ao Tov TUTTO KAl TNV £€VTAaOT TOU
onuarog diEyepong TTou Ba AGBEl.

AANNAeTTIOPACEIC HETOEU POYOKUTTAPWYV Kal AAAWYV TTAPAUETPWYV TNC PUOIKAC/UN
€101IKNG avogoiag : ZUuTTARpwua

To ouptTTApwua eKTOG ATTO TO OXNUATIONO Tou 2UMTTAéypatog MpooBoAng Tng
Meuppdvng (MAC, Membrane Attack Complex), €xel 600 GAAeG AsiToupyieg oTa
TTAQiola TNG N €I10IKAG avoaiag. OTtav 10 popio C3b £xel KOAANOEI 0TAV €TIPAVEIA EVOG
€I0BOAéQ PTTOPEl Va KOTTEl aTrd KATTOIO TTPWTEIVN TOU OopoU Kal va dnuioupynBei éva
MIKpOTEPO TUAMA TO IC3b. To TTpobepa <i> onuaivel avevepyd Kal dnAwvel OTI AuTh N
TTpwrTeivn dev utropei ma va oxnuatioel MAC. Ev TouToIig ouveyiel va gival KaBnAwpuévn
oToV €I0BOAEQ KAl TOV TTPOETOINACE! I QAYOKUTTAPWOTN (OWWVIVOTTOIiNoN) YE TO idIo
TPOTTO TTOU OPOUV KOl TA QVTIOCWMATA. ZTNV EMIQAVEID TWV HOKPOPAYywvV -—
QAYOKUTTAPWYV UTTAPXOUV UTTOBOXEIG TTOU NTTOPOUV Vo ouvdeBouv pe 1o iC3b Kai
KOT' €MEKTAON ME TO oUptmTAeypa iC3b -  owwvivotroinuévo €I0ROAéa pe
atroTéAeopa va S1IEUKOAUVETAI N @ayoKUuTTApwaon. MNoAAoi eiI0oAcig eival aduvato va
OUAAN®YBoUV a1rd Ta Pakpo@dya aAAG otav autoi KaAugBouv atrd Ta Bpalouata Tou
OUPTTANpWPATOG n oUANWN eivar kaAutepn. ‘Etol pia de0Tepn AsiToupyia Tou
ouuTTAnpwPaTOog €ival va BAAel onudadia oOTIG ETIPAVEIEG TWV €I0ROAEwWV
SeixvovTtag 10 0TOXO OTA PAYOKUTTAPA.
To ocuptrARpwpa éxel Kal pia Tpitn Asitoupyia. KOPUATIO TWV TTPWTEIVWYV TOU
CUUTTANPWHATOG MTTOPOUV VA SPOUV WG XNMEIOTAKTIKOI TTAPAYOVTEG- OUTIEG TTOU
ETMOTPATEUOUV KAl AAAOUG TTAIKTEG OTO ONUEIo TNG PAXNG. MNa TTapddeiyua, Ta TUAuaATa
C3a kal Cha cival autd TTou atrokoTTNKav otav dnuioupyrdnkav Ta C3b kair C5b. Autd
Ta MIKPG BpavouaTa dev ouVOEOVTAI OTNV ETTIPAVEIQ TV EICBOAEWV AAAG gival eAeUBepa
OTOUG I0TOUG OTTOU TTPOCEAKUOUV JAKPO@AYQ KAl TTOAUMOP@POTTUPNVA KAl EVEPYOTTOIOUV
QUTA Ta KUTTOPA WOTE VA €ival KAAUTEPOI KATAOTPOYEIG. Ta THAPATA auTd KaAouvTal Kal
ava@uAaTogiveg yiati cuuBAAAouUV 0TNV ava@UAAKTIKA KaTatTAngia.
ETol1 To ouptrApwpa atroteAei éva TTOAUAEITOUPYIKO oUoThHA.

1. KataoTpégel Toug e10BoAEgig gpTidaxvovTag To MAC

2. Evioxvel tn Asitoupyia Tng @AyOKUTTAPWY HECW TWV UTTOSOXEWV TOU

OUUTTANPWHATOG
3. Mrropsei va e1dotroifjoel dAAa KUTTapa 0TI deXOpOOTE £TTiBEON
AAAG OAa auTd Ta KAVEL TTOPa TTOAU ypyopa




NOAYMOP®OMYPHNA OYAETEPO®IAA

Av Kal TO JOKPO@PAYo avau@ioAa gival To TTIo TTOAUTTAEPO KUTTAPO, €V TOUTOIG TA TTI0 oTToudaia
ETTayYEAUATIEG QayOoKUTTApPA gival TTIOAvVOV Ta oudeTEPOPIAQ TTOAUOPPOTTUPNVA. MNMapdyovTal OTO HUEAO
TWV 00TWV, Couv 2 ~ 3 pEPEG, atroTEAOUV TO 60 ~ 70 TWV AEUKOKUTTAPWY Kal OEV EJPavViICOUV KATTOIN
€I0IKOTNTA EVAVTI TWV AvTIYOVWYV. Eival @avepd OTI TTPETTEI va €ival TTOAU onpavTIKA KUTTapa aAAIwg dev
Ba Atav Tooa TTOAAG. H Baoikr Toug Asitoupyia gival n €Eac@AAion TNG KUTTAPIKAG GPUVAG TOU
OpPYQVIOPOU TTOU ETTITUYXAVETAI JE TN QAYOKUTTAPWON Kal TN BavAatwon Tou JIKpoopyaviopou. Ta
oudEeTEPOPIAA gival ETTAYYEAUATIEG KUTTOPOKTOVA KAl ECEPYXOVTAI TWV AYYEIWV £TOINA VO OKOTWOOUV.
E&épxovTal atrd Tov HUEAS TwV OOTWV TTPOYPAPHATIOPEVA VA TTEBAVOUV O€ NECO OPO TTEVTE NUEPEG, ME
TN O10dIKACia TNG ATTOTITWONG. Z€ AVTIOEDN PE TA JOKPOPAYQA Ta OUDETEPOPIAQ DEV gival
QAVTIYOVOTTAPOUCIOOTIKA KUTTapa. Eival Ta TTpwTa KUTTapa 1ToU Ba oTTEUC0UV OTO ONUEIO TNG AoipwéNng
Kal Ba TTOPANEIVOUV EKET ATTOTEAWVTAG TOV KAT £EOXNA AMUVTIKO KUTTAPIKO UNXAVIOUO KATA TIG TIPWTEG
MEPEG. Ta oudeTepd@IAa POAIG Byouv OTOUG I0TOUG EVEPYOTTOIOUVTAI APECT OPOUV oAV
UTTEPEVEPYOTTOINUEVA PAKPO@AYA KAl PAYOKUTTAPWVOUV Toug eIoBoAcic. ETreidn n diadikaoia auth
MTTOPEI va gival €TTIKIVOUVN KAl YIA TOUG QUOIOAOYIKOUG IOTOUG Ta KUTTAPA auTd (ouv Aiyo Kal €@’ 600V
XPEIOOTOUV EVIOXUOEIG EEAYYEIWVOVTAI KAIVOUPYIA. 2€ avTiBeon Ta pakpo@aya ouv JEYAAO XPOVIKO
dIdoTNUA AsITOUPYOUV CAV PPOUPOI KAVOVTAG TTEPITTOAIEG, EvEPYOTTOIOUVTAI OTAV OEXBOUV KATAAANAQ
MNVUPOTA KAl ETTAVEPXOVTAI O€ KATAOTAON NPEMiag, 6oa eICNiO0UV, OTAV N JAXN TEAEIWOEL.

E@’ 600V Ta TTOAUPOPp@POTIUPNVA Eival TOOO £TTIKIVOUVA, TTWG EEPOUV TTOTE TTPETTEI VA Byouv a1rd
TO Qi 0TOUG 1I0TOUG OAAQ Kal TTOU TTPETTEl VA TTAVE; Ta oudeTEPOPIAA OTO aipa BpiokovTal o€ dia
AVEVEPYO KATAOTAON KOl JETAKIVOUVTAI PE TO QA HE HEYAAN TaXUTNTA O€ OXEON WE TO HEYEDOG TOUG.
Ortav yia katoio AGyo Ta pakpo@dya evepyoTroinbouyv, TTapdyouV KUTTApOKiveS ‘cuvayeppou’ IL~1 kal
TNF 1TOU peTag@épouv To Prvupa, Ot KaTTou yivetal eTriBeon. To TTAnciov evdoBriAIo Twv ayyeEiwv
EKQPAClel pia Kalvoupyla TTPWTEIVN OTNV ETTIPAVEIA Tou Tn aeAekTivn (SEL). H ouvBeon Tng ogAekTivng
KAl N METAQOPA TNG OTNV ETTIPAVEIQ TOU KUTTAPOU XPEIAZETaI TTEPITTOU 6 WPES. MapdAAnAa oTnv
ETTIPAVEIN TWV OUBETEPOPIAWYV UTTAPXEI 0 OUVOETNG TNG OEAEKTIVNG (Selectin ligand~ SLIG) kai n
AaAANAeTTIOpaOH aUTWY TWV U0 KAVEI T OUDETEPOPIAA VA KUAOUV TTIO Apyd& KOVTA OTO TOIXWHO TwV
ayyeiwv. Kabwg ta oudeTepd@IAa KUAOUV dEXOVTAI oAuaTa OTI N uaxn eival og €CENIEN. PAeypovwdn
ONUATa TTOU avayvwpiouv Ta oudEeTEPOPIAA gival, N TTPWTEIVN TOU CUPTTANPpWPOTOG Cha Kal To
OUCTATIKO TOU TOIXWHATOS TWV BakTnpIdiwy, AirotroAucakxapidn (LPS). MOAIG To oudeTepO@IAO AdBel
QUTA TO CAPOTA PIO VEQ TTPWTEIVN, TTOU TTPOUTTAPXEI, EKQPPAZETaI OTNV £TTIQPAVEIQ, N IvTeykpivn (INT) H
IVTEYKPIVN CuVvOEETAI UE TNV TTPWTEIVN Tou evdoBnAiou ICAM TTOAU OTEPEQ Kal KAVEI TO OUBETEPOPIAO Va
oTapaTa va KUAG. OTtav Ta oudeTEPOPIAG OTAUATHOOUV, OEXOVTAI TNV ETTIOPACT XNMEIOTAKTIKWV
TTapayovTwy TTou BonBouv Tnv 8iod0d Toug PETALU TWV £vOOBNAIOKWY KUTTAPWY TWV ayyeiwy,
eE€pxovTal 0TOUG I0TOUG KAl HETAVAOTEUOUV OTO TOTTO TNG PAEYHOVAG. TETOIOI XNUEIOTAKTIKOI
TTAPAYOVTEG €ival aTTd TO CUCTANA TOU CUMTTANPWHATOG O TTapdyovtag Cha Kabwg Kal TUAPOTA Twv
TTPWTEIVWV TwV BakTnpidiwv TTou KalouvTal TTETTTIOIO f-met. OAeG o1 TTPWTEIVES TWV BaKTNPISiWV
apyifouv pe éva €101kO apivogu TTou KaAeital formyl methionine ( f-met) , TTOU OTIG AVBPWTTIVEG
TTPWTEIVEG TTEPIEXETAI OE TTOCOOTO HIKPOTEPO Tou 0.01%. 'ETO1 Ta TTETITIOIO f-met ouvavTwvTal oXedov
a1TOKAEIOTIKA oTa BakTnpidia. KaBwg Aoimrdv 1a Jakpo@dya ¢payoKuTTapwvouV Ta Baktnpidia
armoBaANouv auTd Ta TTETTTIOI KAI TO OUBETEPOPIAA TTOU £XOUV BYEI OTOUG I0TOUG aKOAOUBOUV TO
povoTraT Twv f-met TTeTTIdiwyV Kal BPicKouv ToV TOTTO TNG YAEYPOVAG. ETTITTPOCBETA OI KUTTOPOKIVEG ,
OTTWG 0 TNF evepyoTTOIOUV TA OUBETEPOPIAA KABWGS TAEIBEUOUV OTOUG IOTOUG, £TCI TAVOUV OTO TTEDIO
TNG MAXNG £TOINA VO OKOTWOOUV.



MaTti Spwg utTTdpxEel Yia TEToIA TTEPITTAOKN S1adIKACIA YIa VA PTACOUV TO OUSETEPOPIA OTOUG
10TOUG; H KaBuoTépnon TNG TTAPAYWYNG TWV CEAEKTIVWV gival OKOTTIUN YIOTI av n €TTiBeon atré Toug
MIKpOOpPYavIOPOoUG dev gival coBapr] Ta JOKPOPAYa Ta KATAPEPVOUV POV TOuG. Av OPWG oI EI0B0AEIg
gival TTOAAOI TOTE TTEPICCOTEPA HAKPOPAYA TPEXOUV AUEAVETAI N TTAPAYWYI TWV CEAEKTIVWV KaI TA
TTOAUPOP@POTTUPNVA AVTATTOKPIVOVTAI OTO KAAEOHA.

To deUTEPO XAPAKTNPIOTIKO TOU CUCTAMATOG TWV OUBETEPOPIAWV gival OTI TTapPOTI €ival TTAPA TTOAAG OTO
aipa, trepitrou 70% , 0TOUG PUOIOAOYIKOUG I0TOUG BpiokovTal TTOAU Aiya. Autd Ta KUTTapa gival KUTTapa
TTavTa o€ €T0INOTNTA —OonN call-. Molog dpwg Ta KAAEi;

duoikd, Ta KUTTOPA YPOUPOI, Ta HAKPOPAyad, OTTOTE XpelddovTal Tn BornBeid Toug.

AuTO TO ouoTNUa, 0TToU EUTTAEKOVTAL, N ouvdeon SEL-SLIG yia va KAvel To oudeTEPOPIAO VA KUAQ, N
aAAnAettidopaon NG INT-ICAM TToU OTAPATA TO OUBETEPOPIAO KAl Ol XNUEIOTAKTIKOI TTAPAYOVTEG PMadi JE
TOUG UTTODOXEIG TOUG OTO TTOAUMOP@POTTUPNVO TTOU BIEUKOAUVOUV TRV £€000 TOUG aTTd Ta ayyEia, QaiveTal
Aiyo trepittAoko. Oa ptropouce BERala va ATav 1o atrAd aAAd TTapdAAnAa Ba fTav kai Tmikivouvo. Av
XPEIOCOTAV JOVO N CUVOEDH TNG OEAEKTIVNG KAl YIA KATTOI0 AGYO, HIa KAl QUTA UTTAPXEI OTA EKATOUUUPIA
evO0BNAIOKA KUTTOPA TTOU UTTAPXOUV OTa ayyeia, dleyelipoTav TOTE Ta oudeTepOPIAa Ba £Byaivav atrd
TA AYYEId 0TOUG YUOIOAOYIKOUG I0TOUG Kal Ba TTpogevoucav ueyaAeg BAGReS. H OTrapén Twv Tpiwv
TUTTWV HOPIiWV TTOU TTPETTEI VA CUVEKPPACOOUV TTPOTOU TA OUBETEPOPIAA ByOUV OTOUG IOTOUG
KAVEI TO oUOTNHA TTOAU a0 QAAEG.

TASINOMHZH NMPOTOMNAGQN ANOZOANETNAPKEIQN

Kdbe 2 xpoévia , attd 10 1970 pia opdda €1dIKwy TTavw oTn didyvwaon , Bepatreia kal Epeuva Twv
MpwTtommabwyv AvocoaveTrapkelwv-INMA guvavTiouvTtal yia va oulnTrioouv va TIG KaTaypdyouv Kal
va TIG Tagivounoouv. H 1o euxpnotn Tagivounon gival autr TnG Néag Yopkn 31" Maiou-1" louviou
2011 TTOU TTEPIAQUPAVEI OKTW TTIVAKEG ME KATAYPA®H VOONUATWY HE ava@opd OTO OVOUQ,
TTPOORERLANPEVWV AEPPOKUTTAPIKWY UTTOTTANBUOUWY, AEITOUPYIWY, ETMITTEOWYV AVOCOOPAIPIVWY,
KAIVIKA XApOKTNEIOTIKA , TPOTTOGC KANPOVOUIKOTNTAG Kal TTPooRERANUEVOS yovog,

H TeAeuTaia €kdoon pe BAaon Tn yovidlakr) TTPooBoAn TrepiExel Trepittou 140 A pe yeveTiKa
kaBopiouévn ouoxéTion . AMNeG 10 e un KaBopiopévn YEVETIKA CUCXETION.

Oupadal : Xuvduaopéveg T kal B avoooaveTTdpKeleg
Opada Il : AAAa KaAd kaBopiopéva cUVOPONO AVOOOAVETTAPKEING
Opada lll : Kipla avTiCWHATIKEG AVOCOAVETTAPKEIESG

Ouada IV : NooAuara duoAsitoupyiag

OpadaV : Zuyyevi eAAEipPATA TWV QAYOKUTTAPWY (apIiBuég, Asitoupyia)
Opdada VI : EAAgippaTa TG pn €181KAG avooiag

Opada Vil : Auto@Aeypovwdeig Alatapaxég

Opada Viii: EAAgippaTa TWV TTPWTEIVWYV TOU ZUNTTANPWHATOG



Me e&aipeon tnv IgAD 1/700 OAeg o1 GAAEC POPQPEC AVOOOQVETTAPKEIAS  €ival OTTAVIEG Kal
uttoAoyileTal n ouxvotnTd Toug Trepitrou 1/10.000- 1/100.000 yevvAoelg. H ouxvotnTa augdveral
O€ TTEPITITWOEIG HEYAANG OUYYEVEIAG 1] OE YEVETIKA ATTOPOVWHEVOUS TTANBUCUOUG.

O1 MA TagivogouvTal CUPQWVA PE TA OTOIXEIO TOU AVOOIOKOU CUCTAMATOG TTOU TTPWTOTTA0WS
TTpooBAaAovTal . AVETTAPKEIEG TNG €IBIKNG, ETTIKTNTNG-TTPOCAPHOCTIKNAG avooiag TTepIAaPBAavouy
OUVOPONQ AVTICWHATIKAG KOl CUVOUAOHUEVNG AVOOOAVETTAPKEING .EAAEippaTa TNG EPPUTNG-QUOIKAG
avooiag TrepIAaUBAvouv diatapaxEg Twv @ayokuttdpwy , Twv Toll-like utrodoxéwv kai TOU
OUUTTANPWUATOG.

OAa autd Ta voohuata Xapaktnpifovrar amd avénon NG €uaiobnoiag oe UTTOTPOTTIA(OUCES
ooBapég AoINWEEIG, UE eualioBnaia o€ TTOIKIAOUG UIKPOOPYAVIOHOUG TToU e€apTAaTal aTT TN GUON TOU
avoolakoU eAAgipuatog. EmmimrpooBeta kdmolor tUtrol A TTapoucidfouv ducAgitoupyia Tou
avoOoIOKOU OuoTAMATOG  Kal GAAoI €xouv €va M0 OUVBETO  @QAIVOTUTTO OTOV  OTTOI0 N
QVOOOQVETTAPKEIQ ATTOTEAEI £va ATTO TA CUCTATIKA TTOU OOPOUV TO QAIVOTUTTO TOU VOO ATOG.

KAIVIKEG EKONAWOEIG AVOCOAVETTAPKEIWV

Me 1OV 6p0 " AVOOOQVETTAPKEIA ~ EVVOOUUE TNV TTANUMEAN AEITOUPYIa OTTOIOUBNTTOTE OKEAOUG TOU
QMUVTIKOU OUCTAMATOG ( XUMIKA 1 KUTTOPIKN avOoaia , @ayoKUTTAPIKO cUuoTnua ) Adyw PBAGRNG TTou
MTTOPEI va eVTOTTICETAI O HOPIAKO, KUTTAPIKOG 1 Bloxnuikd eTiTredo. OTav n diatapayr) UTTApxEl KATA
TN yévvnon, TTPOKEITAI YIa TTPWTOTTAO avoooaveTtdpkela ( ouyyevh A KAnpovouikn). H tagivounon
TWV OVOOOQVETTOPKEIWV YiveTal Pe Paon Tn evromon g diatapaxnisg. O1 TpwToTTadEic
QVOOOQVETTAPKEIEG ATTOTEAOUV HIa €TEPOYEVA OPAdA voonuatwy. H eTepoyéveia apopd

e TNV aimotraboyéveia / evtotTion NG PAARNGS

e TNV KANPOVouIKOTATA ( €ival duvaTdv va £Xoupe OIPOPETIKOUG XAPOKTPES METARIBaong oTnv
idla vdoo)

e TNV KAIVIKA £€KQPQOOT TTOU PTTOPEI va gival ATTIa A Bapid, TTARPNG 1 aTeANS

e TnVv avaloyia BapuTtnTag KAIVIKAG €IKOVAG KAl AVOOOAOYIKWY EUPNUATWY TT.X. OTNV AVETTAPKEIQ
NG IgA 1 Twv utrotagewyv TNG 1gG  €ival duvatdv Ta ATOPA va €ival TEAEIWG ACUUTITWUATIKA A
avTifeTa , dtoua pe Baplég KAIVIKEG ekONAWOEIS ( BaplEC AOINWEEIS, BAPIEG AUTOAVOOEG KATAOTACEIG
)

e TN TTPOYVWON

O1 KupI1OTEPEG  KAIVIKEG EKONAWOEIG TTOU EKPPAJOVTAlI Ol OVOOOAVETTAPKEIEG Eival Ol
aKO6Aoubeg:

. NOIMWEEIG aTTO EEWKUTTAPIA KAl EVOOKUTTAPIA TTaBoyova PIKpORIa

. ZTACINOTNTA CWHATIKAS avAaTITUgnG

. Etripovn didppoia/ ducoatmoppdPnon

. ETrigovn pukntiaon otopato@dapuyya

. Atrougia Aep@adévwy Kal auuydaAwyV 1 YEVIKEUUEVN AeppadevoTTdbela.

. MeyaAooTrAnvia

~N o o WN P

. AlyaToAoyikEG dlaTapaxEG Kal KUPIA AUTOAVOOEG KUTTAPOTTEVIEG, ATTAACTIKI) avalpia



8. AA\eG auTOAVOOEG KATOOTAOEIG (AUTOAVOON NTTATITION , PAYOEIBITION , AUTOAVOOO  PEUMATIKA
voohjuaTa )

9. Aouvnibn kakonbn vooruaTta

10. Bapiég 1 €TTiIPOVEG 10YEVEIG AOIPWIEEIG

11.>20Bapég avTidpdoelg o€ ePOAIa pe {wvTEG £€a0BevNUEVOUG I0UG, HUKOBaKTNEIdIa ( TT.X. EMPOAIO
TToAIopugAiTidag, BCG)

12. ApBpiTideg

13. BpoyxiekTaoia

14. KaBuoTépnon amémTwong ou@aAiou Awpou

15. Xpoévia ouhooTouatitida / TTEPIOBOVTITION

16. AeppaTikéG EKONAWOEIG ayYEITIOAG

17. Xpovia OTTEIPAUATOVEPPITION

18. KANPOVOuIKO ayyelooidnua

O1 Aolpwéelg atroteAoUV TNV TI0 OUXVHR €KOAAWON TWV AVOCOAVETTAPKEIWV OTTOU KI AV
evromrideral n BAABN . Ao TIGC AAAEG KAIVIKEG EKONAWOEIC , N AVETTOPKNS TTPOCANYWN BApoug , n
eTTipovn d1dppoIa Kal JuknTioon , N atroudia ) N UTTEPTTAACIa Ae@adEVWY N JeEyaAooTTAnvia , ol
QUTOAVOOEC KATAOTACEIC ( NTTATITION , payOo<IdiTION ) €ival OI CUXVOTEPES O OXEON ME TIC UTTOAOITTEG
€KONAWOEIG TTOU TTPOAVOPEPONKAYV.

O1 ouvnBéoTePEG AOIPWEEIC PE TIC OTTOIEC EKONAWVOVTAI OI AVOCOQVETTAPKEIEG OTN BPEPIKN Kal
TaIdIK  NAIKIa  €ival  QUTEG TOU QAVWTEPOU KOOI KATWTEPOU  QVATIVEUCTIKOU ( €TTiOVN
TTapapPIVOKOATTITIOO | TTUWwdNG wrTimda , n paocTolditida, utmoTpomdalouca Bpoyxitida R
TTVEUMOVIA ), N NVIYYITIOA , O YEVIKEUPEVEG MIKPOPBIAKES AOINWEEIS ( onyaldia - onyaluiko shock),
Ol EKTETAPEVEG MUKNTIACEIS OTOPATOPAPUYYA, OEPUATOGS, VUXIWYV, Ol TTUOYEVEIC AOINWEEIG

( atrooTAMOTA ) DEPHATOG, TTVEUNOVWY, OOTWV.

O1 Aoipwéeig Tou o@eilovral O€ TTPWTOTTAOEIC AVOCOAVETTAPKEIEG EXOUV OpICHEVA
XOPOAKTNPIOTIKA:

e ApxiCouv atd Tn Bpe@IkA NAIKia ( Pe €€aipeon TN KOIVA TTOIKIAN AVOCOQVETTAPKEIO TTOU apXidEl
META TN TTPWTN TTAIdIKY NAIKIQ.

e EvroTidovral og did@opa cuoTruaTa aAAd ocuxvOTEPO OTO AVATIVEUCTIKO KOl OTO OEPUA .

e Eival ouxvég n apaiég aAAd acuvABioTa Bapiég AOIMWEEIC A AOINWEEIG e aouvhBioTa Baplég
ETTITTAOKEG.

e Av dev QVTIHETWTTIOOOUV £yKalpa PE TN KATAAANAN QvTIMIKPORBIOKA aywyr, £XOUV TTOPATETAMEVN
TTopEia Kal Twxr ammdvrnon otn Beparreia.

e H eviémon TnG avoooaveTTAPKEIOG TTPOOBIOEI OTIC AOIMWEEIC OPICHEVA XAPAKTNPIOTIKA, N
agloAOynon Twv OTToiWV €ival onNPAvTIKR yia TRV KAIVIKR d1dyvwon TG Kal Tn KateuBuvon Tou
avooOoAOYIKOU €AEyXOU.



XapaKTNPICTIKA ACINWEEWYV TTOU OPEIAOVTOI OE AVETTAPKI AEITOUPYIO TWV PAYOKUTTAPWY .

e TaaiTia TOoug €ival KATA Kavova 0 OTAPUAOKOKKOG Kal oTravioTepa Gram(-) Baktnpidia , JUKNTEG,
OEPPATIES , NIOTEPIEG.

e O1 Aolpwéelg gival Treplyeypappéveg truoyeveic (- 600Ifveg, ammooTAPOTA, OUPiyyIa) TTOU
evroTTiCovTal OTO BEPUA, OTOUG AEPPABEVES , OTOUG TTVEUNOVEG, OTA OO0TA, OTIC ApBPWOEIS KAl O€
OTTOIOONATTOTE AAAO ECWTEPIKO OPYAVO.

e Eival duvaté va ouvdudlovtal pe depUaTIKEG €KONAWOEIG ( TTUODEPUIA, OPNYMATOPPOIKN
OepuaTiTIdq, €KEEPA, VEKPWTIKA ATTOOTANATA, £6avOriuaTa)

EAAEIMMATA ©®AITOKYTTAPQN
Ta @ayokuTttapa Ttrai(ouv onPavTikdO poAo oTnv Auuva €vavtl Twv BakTnpIidiwy Kal PMUKATWV.

AcBeveic pe @ayokutTapik& eAAciyuara éoov agopd Tov apiBud , Tnv Asiroupyia f kal Ta dUo
TTapoucidlouv utroTpoTTidlouceg coBapéc Aoipwéels amd puknteg (Candida kai Aspergillus) i
Baktrpia. Kupiapxouv o1 AOINWEEIG TOU aVATTVEUCTIKOU Kal TOU dEPUATOS , AAAd Kal Ta ev Tw BABel
ATTOOTAMATA Eival CUXVA. 2€ TTOAEG TTEPITITWOEIG O1 UTTOTPOTTIACOUCEG OTOMATITIOES Eival OUXVEG.



Mivakag V Zuyyeveig avwpaNiEg TWV QAYOKUTTAPWY WG TTPOG TOV AplBuo, TN AsiTroupyia, 1 Kol Twv 800

Emrnpeadopeva Emnpeagopevn . . . Mopiakég dlaTapayég -
NOZHMA KiTTapa Netoupyia Zuvodd eupnparta KAnpovopikétnTa Tr1Bavi} TaBOYEVEID
. . . ELA2: diatapaxn g
Bapiég ouyyeveic ’ : YTroopdda pe ;
OUOBETEPOTTEVIES N LI 2GR e T pueAoduaTrAagia AD HETAKNIONS TS
ehaoTdong
2uvdpopo Kostmann N MugeAik diagpopotroinan B/T AepgoTrevia AD CAlieuEenli) it
eAaOTAOTNG
AlokUpavon Twv GAAwv ELA2: diatapaxn g
KukAikn) oudeteporrevia N ? AEUOKKUTTAPWY Kal AD peTakivnong g
aipotTeTaAiwy ehaoTdong
WASP: pubuioTig g
QPuloauvdern QKTivNG TOU
oudereporrevia/ N+M ? - XL KUTTOPOTKEAETOU
upugAoduomAagia (ommwAEI TG
QUTOOVOOTOANG)
Aiarapayn tng MpookdAANGN xnueoTagia Kg GUOTSPT]HIJEVI”]
/ . aTmOTITWGT OUPaAiou . .
MPOOKOANONg TWV N+M Evdokutrwon T ., 2 INTG2: TMpwrteivn
. p . . Awpou, depuatikd €Ak, AR .
Aeukokurrdpwy (Tumou L+NK KUTTAPWV/KUTTOPOTOEIKOTN " TTPOOKOAANGNG
! Trepioodovimda,
1) Ta NK KuTTdpwyv A .

EUKOKUTTApWON
Aarapayn tng XapaktnpioTiké LAD
npoaKoAnqng Twv N+M XnueoTagf T0TTOU 1+ hh—opuéa’ AR FUCT1: HeTagopéag Mg
AguKoKUTTApWYV (TUTTOU aiJaTog Kal TIVEUMOTIKN GDP- @ouk6Zng
2) KaBuoTépnon
Aarapayn g .

TPOOKGANDNG TWV N+M . ?(GpC(KTr]pIOTIKG LAD, ?Rap-1 gvepyotroinan Twv
- - MpookdAANoN T0TTOU 1 + QUUOPPAYIKA AR »
Aeukokurrdpwy (Tumou L+NK . IVTEYKPIVWV
3) 01G6ean
MpoakdAANon , , RAC2: pUbuion g
. . ; Kakr emolAwon Twv .
Averrdpkeia tng Rac 2 N Xnueiotagia Tapaywyn TIANY GOV, AEUKOKUTTGEWON AD aKpivng Tou )
- KUTTAPOOKEAETOU
Av:,n'upK:la me B N+M KvikémTa ﬂVEUpGTIKn' Ku(?uorzpncr], AD ACTB: o
aKTivng XOMNAG avaoTnua KUTTOPOTTAQIO JATIKF) OKTiVI
Evromaysyn veavikn N xnpugm&la TTou emayeral Meplodoviinga AD FPR1: un069xsag
mepiodovritida ATTO QOPUUAOTTETTTIOI0 XNHEIOKIVWV
. T IMepiodovrimda, CTSC: evepyotoinan g
AL AL N+M Xnueiotagio UTTEPKEPATWO N TTAAQUWY AR TIPOETAC NG OEPIVING ATTO
Lefevre L ;

Kol TIEAPATWV v kabeyivn C
szngpma TWV EIGIKWV N Xnueioratia N kUTTapa He dihoBo AR C/EBPE: MUEAIKOG )
KOKKiwv TTupAva TIAPAYOVIaG ETAYPOPAG

MavkuTTapoTTevia,
Zvapouo Shwachman- N Xnueionagia QveTTapKela Eﬁu)’KpIVOUQ AR SBDS
Diamond Joipag TrayKpEATO,

XovdpoduoTrAaaia




Mivakag V. Zuyyeveig avwpalNieg TwV GAYOKUTTAPWY WG TTPOG ToV apiBud, Tn AsiToupyia, i Kal Twv dUo

Emrnpeadéueva , g o , A Mopiokég SlaTapaxéEg -
NOZHMA KOTTOPG Emrnpeadopevn Asiroupyia Zuvodd eupRuaTa KAnpovouikérnra MIBaVRA TaBoyEVElD
EVvdokuTTépia KaTtaoTpogr
Xpovieg KOKKIWHATWEEIS vOTOI N+M (EANATWUATIKA TTAPAYWYH CyBA: TTpWTEivn LETAPOPAS
02-) nAekTpoviwv (gp91phox),
s . . CYBB mpwrteivn petagopds
Y"°°”°‘Sg'L‘ggé"°TU”°§ XLAR nheKTpovicav (p22phox),
NCF1mpwreivn olvdeang
(p47phox), NCF2 mrpwrteivn
gvepyotroinong (p67phox)
PuAooUVOETES - AUTOOWHATIKES N+M
. . Aiarapayrn orn G-6PD:
Avemdpkeia ng G-6PD twv EV60KIléTr:(§> Icur;ugag'\rlpocpn VHBEarG) AU TS
IpKEIA THS N+M HIKPOOPY VIO . AIIOAUTIKA avaiio XL NADPH
ouderepoPilwv (eAAaTWUATIKA TTapaywyn Awrapayf 6T MPO:
oz UEIOVEKTIK QVTIOEEIBWTIKA
AvemdpKeia TG N EvBokuTrrapia Amaviatal o PuaioAoyikd AR TrpooTaoTa
HusgAoUrepodeidaons KataoTpo@n TG candida dTopa
. L EvaioBnoia o€ Aopwéeig . ’
Avemdpkeia Twv UToSoxEwv TG ., . ~ IL-12R...1:....1 aAucida Tou
IL-12 ket g IL-23 Ll Sxrmety us e ane “g;‘;i‘;@'}j’\'g'“ Kol R ummoBoxéame IL12 kai IL23
EvaioBnoia o€ Aopwéeig 1l-12p40 utropovada g IL-
Avemdpkeia tng IL-12p40 M ‘Ekppion g IFN.... aTré JuKoBakTnpidia Kal AR 12/IL-23: rapaywyn IL-
gaApovéAAa 12/1L-23
IFN-...R1: aAucida
. 4 . . . EuaioBnoia o€ Aopwéeig oluweong IFN-...R
ﬁ:ﬁ_ﬂdp KElEGTOUIUIOOOK =TS M+L ZL(JJV§E:%H TPETTE'IE aon a1é pUKoBaKTNPIdIa Kal AR, AD, AR IFN-...R2:aAucida
Y nHaros ms gaApovEAAa peTaBiBaong unvipatog TG
IFN-...R
EvaioBnoia o€ Aoipwéeig
aTrd JukoBakTnpidia,
. . MeTtaBiBacn afjpartog ogaApovéAAa kai 100g X
Avemrdpkeia tng STAT1 (2 rumol) M+L IEN..../.. Euaionola o¢ AolpiEsic AR AD STAT1: STAT1
aTrd JukoBakTnpidia,
oaApovEAAa

AD: n kAnpovopoUpevn pop@r) g avetrdpkelag g IFN-R...1 1) Tng avemrdpkeiag Tng STAT1ogeileTal o PETAAAGEEIG PE ETTIKPATWV XOPAKTAPA TToU eV 0dnyolv aTnv Trapaywyn TTPWTEvNG,
XL: @uAocUvdET KANpovouIkOTNTa, AR: autdowpn UTTOAEMMOPPEVN KAnpovopikdTNTa, N: oudeTepo@iha, M: MovokUtrapa pakpo@dya, L: Aepgokittapa, NK: @uoikd kuttapoktova, STAT1:

HETOAY PAPIKOG TTAPAYOVTaG

Bapid ocuyyeving ouderepoTtrevia (SCN) opiletal apiBudg oudeTepo@iAwy TTou eTTINEVEI OTABEPA
KATw a1od 0.5x10° kuTtt/L. H TTI0 KoIv) aiTia gival yia JeTAAAAgn oT1o yovo ELA2, TTou KWwOIKOTTOIET
TNV EAQOTACN TWV TTOAUPOP@OTTUPAVWY. AUTOOWHN 1 KupiapxXn KANPOVOUIKOTNTA OXETICETAI HE
ATTOKAEIOPO TNG BIAYOPOTIOINONG ATTO TTPO-PUEAOKUTTAPO Ot pUeAOKUTTOPO oTtov MO. Mepikég
METOAAGCEIC TNG ELA2  TTpOKOAOUV KUKAIKI) OUDETEPOTTEVIA, PE QUEOMEIWON TOUu ApPIOPOU TwV
OUBETEPOPIAWV KUKAOU 21 nuepwv, PE eu@Avion TTEPIOBIKOTNTAG OTIG AOINWEEIG. MeTOANGEEIC TNG
ELA2 mrapoucidlouv augnuévo Kivouvo pueAoduoTrAaciag kai puehoyevr) Asuxaipia. Metagu Twv
Hoppwyv SCN pe QUTOOWHO UTTOAEITTOMEVO XapaKTApa , n avemmapkeia HAX1-Kostmann
Xapaktnpifetal amrd augnuévn atréTITWoN TWV KUTTAPWY TNG HUEAIKNAG OEIPAG Kal CUXVA 0OBaPES
VEUPOAOYIKEG DIATAPAXEG.

Xpovia KOKKIWHATwdNng véoog (CGD)

H CGD cival pia oudda diarapaxwy TTou eVTOTTICETAl OTN @ACN TNG AVATIVEUOTIKAG £€KPNENG TNG
PayoKUTTaPIKNG Acitoupyiag. H BAGRN o@eileTar otn PETAAAOEN €vOG €K Twv YovIdiwv TTou
KWOIKOTTOIOUV TNV 0&e1dAon Twv JOVOKUTTApwY Kal TToAupop@oTruprivwyv NADPH 110U 00nyei 0Tn
QVETTAPKA TTapaywyn utrepoeldiou Tou udpoydvou ( H202), kal GAAWY OEEIBWTIKWY TTAPAYWYWV
BaoIKNG onuaciag yia TNV eVOOKUTTAPIA £€OVTWON TWV BAKTNPISIWY KAl TWV HUKATWYV. ATTOTEAECUO
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gival n avamrtuén uttoTpoTmaloucwy BAKTNPIOKWY KAl PUKNTIOOIKWY AoIJwEewyv (- dlatrunon
AEPQAdEVWY, OTAPUAOKOKKIKI TTVEUNOVIQ, OOTEOMUEAITION, ATTOOTAUATA ATTOTOG K.d.). AUTEG Ol
ooBapég Aolpwéelg ouvRBwS gugavidovTal KAt To TTPWTO XpOvo (wng Kal ogeilovTal KUpIa O€
Staphylococcus aureus, Aspergillus species, gram- eviepoBakTrpla, Serratia marcescens,
Burkholderia cepacia. H empévouoca @Asypovwdng avtidpacon TTouU TTApATNPEITAI OE AOBEVEIG PE
XKN €gival utreuBuvn yia TIG KOKKIWUATWOEIG EKONAWOEIG TNG VOOOU TTOU UTTOTPOTTIALE! , EIDIKOTEPA
oTa KOiAa 6pyava , akOPA Kal aTToudia ACINWEEWY , TTPOKOAWVTAG aTTOPPAEN TWV £I000WV TOU
YOOTPEVTEPIKOU , KN AoIdwdn KOAITIOO Kal UdPOVEPPWOT.

MapoAo TTou o€ OAEG TIG POPYES N Pacikn dlaTapaxn €ivail n idia , WOTOCO TTapATNEEITAI HEYAAN
YEVETIKA Kal KAIVIKI} ETEPOYEVEIQ, TTOU OQEIAETAI KUPI OTNV UTTAPEN METOAAAEEWY O€ TTOIKIAQ yovidia.
Mpoo@ata €xel capws EekabapioBei OTI TO EVCUPO TWV QAYOKUTTAPWY TTOU TTAPAYEl UTTEPOEEIDIA
(NADPH o&g1daon) atroteAei €va TTOAUTTOPAYOVTIKO CUCTAPA. 2TN MEMPBPAVN TWV QAYOKUTTAPWY
UTTAPXEI TO KUTTOXpWHa B558 TTou atroTeAcital ammd yia peydAn utrooudda tnv gp91P"™ kai uia
HIKPOTEPN TNV P22PMoX . ToUuAAYXIOTOV TPIC GAAOI KUTTAPOTTAQGHUATIKOI TTAPAYOVTEG, p47 PhoX pG7 Phox,
p40 PhoX gypueTéxouv oTn diadikacia evepyoTroinong Tou eviUpou. H vooog ekdNAWVETAI e TTOIKIAN
Baputnta étav uttapxel Aeitoupyikr) avertapkela NADPH, evog atrd Toug TTéVTE UTTOTUTTOUG TOU
gvUpou , n Poplakn Bdon Twv omoiwv éxel yivel yvwaoTr Tpdagarta. ETol o ummdtutrog gp91Prhox
(CYBB) (6mou gp YyAukompwreivn, 91: poplakd Pdpog 91 KD kai phox:ogeiddon Twv
PayoKuTTadpwv- phagocyte oxidase) KwdikoTrolgiTal atrd yovidio TTou BpiokeTal oto Xp21.1 Kai ol
METOAAGEEIG TOU QVTITTPOCWTTEUOUV TO 62% TWV TTEPITITWOEWYV TTOU AVTIOTOIXOUV OTOUG QOBEVEIG PE
@UAOGUVOETN CGD. O umoTuTIog p22 Phox (CYBA), KWAIKOTTOIEITAI AT yovidlo TTou BPioKeTal OTO
Xpwuéowua 16924 kai o uttoTuTIol p47 PhoX (NCF1) kai p67 Phox (NCF2) kai p40 Phox (NCF4)
KwOIKOTTOI0UVTal aTTd yovidia TTou BpiokovTal oTa Xpwuoowuara 7 11.23 , 1925 kai 22g13.1
avTioToixa. MeTaAAGEEIS TWV YOVIDIWV AUTWY AVTITTIPOOWTTEUOUV TO 38% TWwV TTEPITITWOEWVY TTOU
QVTIOTOIXOUV OTOUG AO0BEVEIC YUE QUTOOWHMATIKO UTTOAEITTOUEVO XApaKTripa TnG vooou. Ta udpia
gp91PhoX ko p22 Phox BpiokovTal aTnN PEPRPAVN TWV QAYOKUTTAPWY EVW T KUTTAPOTTAQCUOTIKA
p47 Phox - pG7 Phox ko p40 PhoX petagépovral otn PePPPAvN PETA aTTd evepyoTroinon Twv
QPaAyoKUTTAPpWYV. ZuvapuoAdynon tou cupttAéyuatos NADPH puBpiletal ammd SI0Qpoo@wPIKES
yAoutaBeidveg Rac1 kai Rac2 . ‘EAAeiyn 1ng Rac2 trpokaAei vooo tmou poidlel otn XKN.

ANENAPKEIA MOPIQN TMMPOZKOAAHZHX TQN OAINOKYTTAPQN TYNOY 1 KAl 2
(Leucocyte Adhesion Defect/ LAD)

ATtroTeAOUV O¢€Ipd atmmd ouvdpopa TTou xapaktnpifovral amd OlaTapaxEeG OTn KUKAOQOpPIa Twv
AeukokuTTapwy. H diatapaxr TTPOOKOAANCNG TWV AEUKOKUTTAPWY Eival PIA OTTAVIO QUTOCWHN
uttoAeIropevn diatapaxn. H vooog xapaktnpiletal KAIVIKG atrd eTTavaAauBavOueVES AOINWEEIC TwV
MOAGKWY POpiwv , KaBuoTéEPnon €TTOUAWONG TwV TTANYWYV , dlaTapaxr oTo OXNUATIOWO TTUOU O€
atmravtnon AcidwéNng Twv I0TWV TTapd TO yeEYovOS TNG MEYAANC AEUKOKUTTApwONG. H évapén Twv
KAIVIKWV EKONAWOEWV EVTOTTICETAI OTN VEOYVIKI TTEPIOOO KAl CUVABWG EKBNAWVETAI JE KOBUOTEPNON
ATTOTITWONG TOU OU@AAOU Kal ol acBeveic TeBaivouv 010 TTPWTO XPOvo (wNG.LAD 1 oeileTal o€
METAAaEN Tou ITGB2 ybvou, TTou kwdikoTtrolei Tn B2-integrin(CD18). H B2 ivteykpivn PETEXEI OTN
o1aBepr) TPOOKOAANON HETAEU TWV AEUKOKUTTAPWYV Kal EVO0BNAIOKWY KUTTAPWY, ETTITPETTOVTAG TN
0i0d0 TWV AEUKOKUTTAPWYV O1a JEGOU TOU £VOOBNAIOU WOTE VA QTACOUV OTN TTEPIOXN TNG PAEYUOVAG.
O mo yvwoTdg TUTTOG aUTAG TNG dlatapaxng o@eileTal oTIG UETAANALEIS TOu yovidiou TTou
EVTOTTICETAI OTO XpwHOOowua  21022.3 kKol KwdIkoTrolei 1N B-aAucida (CD18) kai Tpiwv
ETEPODIPEPWIV TTOU ATTOTEAOUV TA POPIA TTPOCKOAANONG TwV QayokuTTapwyv (LFA). O1 a- aAucideg
QUTWV TWV Popiwv (KwdIkoTrolouvTal atmd yovidla oTo Xpwuoocwua 16) dev ekppalovTal ¢aiTiog

11



TNG TTaBoAoYIKNG B-aAucidag. H diatapaxr autr Treplypd@eTal ws ouvdpouo LAD 1. H cuoTtnuaTtiki
aug¢non Twv OUdBETEPOPIAWY TTOU TTapaATNEEITAl aKOUN Kal o€ atroudia Aoipwéng , ogeileTal oTnV
QAVIKQVOTNTA TWV KUTTAPWY VA TTPOCKOAAWVTAI OTO AyYEIOKO evOOBNAIO KAl va HETAVACTEUOUV OTOV
eCwayyelokd xwpo.

To LAD2 ogeiletal o peTGAAagn otov petagopéa GDP-fucose pe amotéAeopa Tnv €AAEIWN
ékppaong Tng Tpwrteivng Sialyl-Lewis X 1Tou atroteAei To pépio ouvdeong yia 1n E-oelekTivn 010
€vOOOAAIO TWV PAYOKUTTAPWV.

To LAD3 trpokaAeital atré petdAAagn tou popiou Kindlin-3 1Tou eUTTAEKETAI OTN €VTOG KAl EKTOG TOU
KUTTAPOU ONUOTOOOTNON TWV IVTEYKPIVWV.

Kai o1 TpIg TUTTOI KANPOVOUOUVTAI JHE TOV AUTOCWHO UTTOAEITTOUEVO TPOTTO, TTAPOUCIACOVTAl EVWPIG
oTn Cwn Pe TTOAU ooBapég AOINWEEIC XWpPIG oxnuUaTIoONd TTUou. AlaTapaxr oTnv €mouAwon Twv
TANYWV ( akOun Kal PETA atmd YIKPSG TPpAuMOTIoNO) Kal Bapid TreplodovTitida. EmmpdobeTta ol
aoBeveic pe LAD2 €xouv xapnAd avdaotnua , duopopeieg kal vontiky uoTtépnon. LAD3
TTAPOUCIAJOUV KAl AugnUEVN TAON AIJOPPAYIWYV AOYW AEITOUPYIKWY DIOTAPAXWYV TWV AIJOTTETAAIWV.
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