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OINMPQTOMNAOEIZ ANOZOANETAPKEIEZ KAI Ol KAINIKEZ EKAHAQZEIZ TQN
AIATAPAXQN OATOKYTTAPQN,

03 NOEMBPIOY 2020
MavwAng Aidtong
MaidiaTpog— AvoooAdyog
AigubuvTig
TuRua Avoooloyiag — loTooupBaTtoéTnTag
E181k6 Kévtpo & Kévtpo Avag@opdg yia
NMpwTrotradeic Avoocoavetrapkeieg — Maidiarpik Avoooloyia

H peAéTn TG avoooAoyiag eival OUOKOAN  yia TpIg Kupioug Adyoug. Mpwtov,
TTAPOUCIACEl TTOANEG AETITOPEPEIEG KAl QUTEG EUTTORICOUV TTOAAEG POPEG TN KaTtavonon
Tou avTiKelgévou. KaAd Aoimmév €ival va emKeVTpwWOoUPE oTn PEYAAn €ikéva. Tig
AeTITONEPEIEC UTTOPET KATTOI0G Va Bpei KaTToUu aAAoU. AgUTepn SuCKOAiIa oTn Kartavonon
gival, 6,11 og KGBe kKavova UTTApXEl Kal KaTrola e¢aipeon. BéBaia, oi e€aipéoeic BonBouv
OTNV €puNVEia TNG AEITOUPYIOG TOU QVOOIOKOU CUOCTAPOTOG. ZKOTIIUO OPWG, Eival va
MGBoupe TOUug Kavoveg. H Tpitn Kal onuavTtikotepn €ival 0,1l N n yvwon Pag otnv
avoooAoyia egehiooeTtal. MoAAG eival Ta avatrdvinta epwThpaTta Kail Ot oruepa
@aiveTal Aoyikd oTo YéAAoV utTopEi va atmodeixOei AdBog.

Oa TpéTTel va €xoupe KaTd vou O,TI TO avooloKkO ouoTnua atroTeAEiTal atrd TToAAOUG
TTAIKTEG KOl N ouvepyaaoia Kal N aAAnAoKAGAuUWn , OTTwG pia KAAR oudda TTodooc®aipou
TTOU TTAiElI uE OUOTNMPA, TIPOCPEPEI TNV AVOOIAKK) ETTAPKEIQ.

Moloi 6pwg ival o1 TTaiKTEG;

O1 puoikoi ppayuoi: Aépua(2 1.4) Kal BAevvoyovol (400 T1.u)

H un «dikn n @uoikn avooia. Makpogdya , MNpwTeiveg TOU CUPTTANPWHPATOS KAl
Quoikd kutTapokTova (NK).

Eidikn n emikrnrn avooia: Avriowparta (IgG, IgA, IgM, IgD, IgE ), T ka1 B
AepgpokuTtTapa

H avooiakry atmdvinon €mTUyXAveTal PE TN OUYXPOVIOPEVN AgIToupyia dlapopwyv
KUTTAPWYV, TTOU aTTapTiCOuV TO avoolako oUoTNPa KaBwg Kal atro Ta SIaAUTA pépia TTou
aQutd ekKpivouv. Ta KUTTapa  TTOU OTTAPTICOUV TO QVOOIOKO oOUCTNUa €ival Ta
®ayokuTTapa (Makpopdya kai MoAupopgotripnva) kai Ta AsugokuTttapa (B, T kai
NK). Ta @ayokuttapa kai NK avikouv otn un €idiki avooia, evw 1a T kal B
AepgokuTtTapa otn €1dkA 1 kTt avooia. O1 dioAutoi TTapdyovTteg eival Ta
AVTIOWPATA, Ol KUTTOPOKIVEG, Ol TIPWTEIVEG TOU CUNTTANPWUATOG KAl Ol TTAPAYOVTEG TNG
@Aeyuovic. Epeig Ba  emikevrpwBoupe ota @ayokurttapa (Makpogdya Kai
MoAupop@oTtrupnva.

MONOKYTTAPA/QATOKYTTAPA

Ta @ayokUTTapa atroTEAOUV KUTTAPA TNG KN €IBIKNG avoaoiag, JE KUPIOUG EKTTPOCWTTOUG TO
MaKPO@AYO KOl TO OUDETEPOPIAO TTOAUOPPOTTUPNVO.



MAKPO®AIA

Ta pakpo@aya TTapAayovTal 0TO HJUEAS TWV 00TWV WG JOVOTTUPNVA. 2TO Qia KUKAOPOPOUV £WG
3 MEPEG KAl PETA KABNAWVOVTAI OTOUG 1I0TOUG, OTTOTE OVOUAZoVTal IOTIKA pakpo@dya (KUT.
Langerhans -&6épua , KuT. Kupffer-qmap, 00TEOKAGOTEG-00TA, KUWEAIBIKA JaKpo@daya-
TIVEUPOVOG).2TO TTEPIPEPIKO Aipa atToTEAOUV TO 2-6%. TO YaKPOPAYOo ATTaVTATAI OE TPIG
KATAOTAOEIG ETOIUOTNTAG: 2TOUG I0TOUG BPIOKETAI O KATAOTAON NPEEMIAG P apyd pubud
TTOAAQTTAQOIOOMOU. 2€ QUTHA TN KATAOTAON N KUPIA AEITOUPYia Tou gival va padeuel 0,11 axpnoTo
UTTAPXEI YUPW aTTO auTo Kal £T01 KaBapilel Tn yUpw TTEPIOXT ATTO TA OKOUTTiIOIA —
«oKouTtriIdo@ayog». H ékppaon Twv popiwv MHC 14¢nc Il o katdoTtaon npepiag otnv
ETTNIPAVEIA TWV HOKPOPAYOU Eival JIKPR Kal deV UTTOPE va TTai¢el Tov pOAO Tou
QVTIYOVOTTAPOUCIOOTIKOU KUTTApOU. H (wH yIa TO KOIVO HOKPO@AYO gival TTOAU BapeETh, (€l 0TOUG
IOTOUG YIa PAVEG aTTAWG palevovtag okouTidia. "OAa 6pws aAAddouy, 6tav AGBel unvuparta
ouvayeppou 6,TI ol ppayuoi dpuvag €xouv diaoTracBei Kal €I0BOAEIC €xouv €I0€ABEI OTNV
TTEPIOXT). TOTE TO HOKPOPAYO EVEPYOTTOIEITAI, QUEAVEI TNV EKPPaoh TwV PJopiwv MHCII otnv
ETMPAVEIG TOU KABWGS Kal TN ayoKUTTAPIKA Tou IKkavoeTtnTa. 'ETol 8¢ Kal cuuBei va
QAYOKUTTAPWOEI KAl KATTOIOV €I0BOAEQ, TO Jakpo@Ayo AsiToupyei oav
QVTIYOVOTTOPOUCINOTIKO KUTTOPO KAl UTTOPEI VA TTAPOUCIACE! TUNHATA TWV TTIPWTEIVWYV
(TreTTridIa) TOU €1I0BOAEQ OTNV ETTIPAVEIA TOU. TO IO I0XUPO KA1 TO TTIO KAAG HEAETNUEVO O
TTOU UTTOPEI VA KIVNTOTTOINOCEI TO APEPO PaKpo@ayo TTpoEpxeTal atro Tnv IFN-y. Eival yvwoTto 6,11
UTTAPXOUV Tpia €idn IVTEp@EPOVWV: a, B Kaly. O1a kail B IVTEPPEPAOVEG €ival TIPWTEIVEG TTOU
TTapdyovTal Kal EKKPivovTal atrd KUTTApa 0€ aTTdvTnon Ioyevwy Aoipwéewyv. Mia Baoikn
Aeiroupyia Twv IFN-a kai IFN-B €ival va TpogidoTroiouv Ta TTAnNciov KUTTapa 0TI UTTOPEI oUVTOUO
va dexBouv eTTiBeon atrd 10UG Kalav auto CUUBEi TTPETTEI VA QUTOKATACTPAPOUV. ATTOTEAECHA
QUTAG TNG AATPOUIOTIKAG TTPAENG €ival 0 BAvaTog TOOO TOU POAUOUEVOU KUTTAPOU 60O KAl TOU
100. O1 800 QUTEG IVTEPPEPOVEG TTAPAYOVTAI ATTO Ta TTEPICOOTEPA KUTTAPA, VW N IFN-y
TapdayeTal kupla atmo 1a T kai Ta NK KUTTapa. 21N KAaTAoTaon EVEPYOTTOINONG TO HAKPOPAYO
gival ¢ ioou KaAd avTiyovoTrapousiaoTiKd 600 KAl KUTTAPOKTOVO KUTTAPOo. Ev TouToIg TO
Makpo@dyo PTTopei va Bpedei Kal o€ pia KatdoTaon uttepdpacTnPIOTNTAG TTOU TNV ATTOKTA OTAV
0exOei atr UBtiag pAvupa atrd Tov €I0BOAEA. To MO KAAG HEAETAUEVO CAUA TTPOEPXETAI ATTO TN
MirrottoAucakxapidn (LPS), TTou BpiokeTal 0TnV €EWTEPIKA ETTIPAVEIX TwV Gram- BakTnpIdiwy,
oTTwg 10 E.coli. H LPS amoBdAAeTal atrd Ta BaKTAPIA KOl UTTOPET va oUVOEDBE hE TOUG
KATAAANAOUG UTTOBOXEIG OTNV ETTIPAVEIX TWV BIEYEPUEVWV HAKPOPAYWV. TO HOKPOPAYO EXEI
€TTIONG UTTOOOXEIG YIa TN pavvodn — évav udaTtdvBpaka TTou €ival CUOTATIKO TOU KUTTOPIKOU
TOIXWMATOG TTOAAWYV KOIVWYV TTaB0oyOVWV- TTou gival éva ofua KIvOUVOU Kal EVEPYOTTOIEI TIG
TTPWTEIVEG TOU CUPTTANPWHATOG. 'ETO1 6TV 01 UTTODOXEIG TWV HOKPOPAYWYV £XOUV OUVOEDEI €iTE
ME TN LPS €ite pe mn gavvodn, To JOKPO@AYO eival attOAUTa aiyoupo OTI £XEl YiVEl EIGBOAN.
AVTIMETWTTICOVTAG TO HAKPOQAYO QUTH TN TTPAYUATIKOTNTA OTANATA va TTOANATTAaCIdeTal KAl
OTPEQPEI TN TTPOCOXH TOU OTO VO OKOTWOEI TOV €I0B0OAEQ.

2€ AUTH TNV UTTEPDIEYEPHPEVN KATAOTACN TO HAKPOPAYO AuAVETal 0€ PEYEBOG Kal ETTITAXUVEI TO
pUBUOG TNG PayokKUuTTApwonG. MNpdyuati yivetal TG00 PEYAAO KAl @ayoKUTTAPO TTOU UTTOPEI Va
KaTaTTEi EI0BOAEIG TOOO PeYAAOUG OO0 Kal £va JOVOTTUPNVO TTAPACITO. Ta UTTEPDIEYEPHEVA
Makpo@aya TTapAyouv Kal EKKpivouv Tn KuTTapokivn TNF. AuTr n KUTTapoKivn YTTopEi va
OKOTWOEI KAKOorOn KUTTapa, KUTTapa JOAUCHEVA JE 10UG aAAd Kal utTopei va BonbAcel kail Tnv
EVEPYOTTOINON AAAWY KUTTAPWYV TOU OVOOIAKOU CUOTAUATOG.  2TO ECWTEPIKO TOU



uTTEPOPACTNPIOTTOINKEVOU PAKPOPAYOU O APIBPAS TWV AUCOOWHATWY QUEAVETAI £TOI WOTE N
BavaTwon TWV KATATTIWPEVWYV EICBOAEWV YiIVETAI TTIO €UKOAN. ETITTPOC6ETWG Ta pOKpOPAya
augdvouv Tn TTapaywyn evepywyv Popiwv ofuyovou, 6TTwg H202. 'ETo1 Ta uttEpevEPyOTTOINUEVA
MaKPO@AyQ UTTOPOUV VO OKOTWOOUV Kal TTOAUKUTTapA TTapAoITa , TTOU AV KAl €ival TTOAU
MEYAAUTEPA TOUG TA KATATTIVOUV TUNUATIKA KA1 AdEIAJOUV TO TTEPIEXOUEVO TWV AUCOOWHATWYV
ETTAVW TOUG KaI TO KATAOTPEPOUV.

To pakpo@dyo Aoirmdv gival Eva TTOAUTTAEUPO KUTTAPO Kal uTTopei va dpdaoel oav
"ZKouTTId0(PAyog", av avTIYOVOTTOPOUCIOOTIKO KUTTAPO AAAG KOI 0AV KUTTAPOKTOVO. H
KaTtdoTtaon 6 dpaocTneIoTNTag TTou Ba Bpedei e¢apTaTal atrd Tov TUTTO KAl TNV £€VTAON TOU
ofuartog dlEyepong TTou Ba AGBEL.

AAMNAETIOPACEIC HETAEU PAYOKUTTAPWYV KAl GAAWV TTOPOUETPWYV TS QUOIKAC/UN
€10IKAC avooiac : TUNTTARPpWUA

To CUUTTAPWHO EKTOG aATTO TO OXNUATIONO Tou ZuptrAéyparog MpooBoAlg Tng
MepBpavng (MAC, Membrane Attack Complex), €xel dUo GAAEG AciToupyieg oTa
TTAQiola TNG PN €10IKNG avoaoiag. OTav 1o popio C3b £xel KOAAAOEI 0TNV em@AvEIR VOGS
€IoBoAéa pTTOpEl va KOTTEl a1rd KATTOI TTPWTEIVN TOU OpoU Kail va dnuioupynBei éva
MIKPOTEPO TuNPa 1O IC3b. To TTpoBepa <i> onuaivel avevepyo Kai dnAwvel 0TI AuTh N
TpwrTeivn dev ptmopei ma va oxnuartioer MAC. Ev Toutoig ouveyiCel va egivail
KaBnAwpévn  otov  €iIoBoAéa Kal  TOv  TTPOETOIACEl  yId  QAYOKUTTAPWON
(opwvivotroinon) Pe TO idI0 TPOTTO TTOU OPOUV KAl T AVTICWMATA. ZTNV ETTIPAVEIX
TWV MOKPOPAYWYV —(QOAYOKUTTAPWY UTTAPYXOUV UTTODOXEIG TTOU HTTOPOUV Va
ouvdeBolv pe TO IC3b kKOu KaT' eméKTOOn MpE TO OUPTTAeypa iC3b -
oywvivotroinévo  €lIoBoAéa e ammoTéAeopa va  OIEUKOAUvVETAI N
@ayokuTTadpwon. MNMoAAoi eiIcBoAcig gival aduvaTto va cUAAN@BoUv atrd Ta JakpoPAaya
aAAG éTav autoi KaAu@Bouv aTro Ta BpalouaTa TOU CUPTTANPWPATOS N CUAANWN €ival
KaAutepn. Etol pia deUTepn AsiToupyia Tou OCUMTTANpWHATOG €ival va BAAel
onNUAdIa OTIG ETTIPAVEIEG TWV EICBOAEWYV BEIXVOVTAG TO OTOXO OTA GAYOKUTTAPO.
To ouptrApwpa €xel Kal pia TpiTn Asitoupyia. Kopudria Twv TTPWTEIVWYV Tou
CUUTTANPWHATOG MTTOPOUV VO SpouV WG XNHEIOTAKTIKOI TTAPAYOVTEG- OUTIES TTOU
ETMOTPATEUOUV Kal GAAOUG TTAIKTEG OTO ONuEio TNG paxne. MNa TTapddelyua, Ta THAPATA
C3a kal Cha €ival autd 1Tou atrokoTtnkav étav dnuioupyrénkav ta C3b kal C5b. Autd
Ta MIKPG Bpaucpata dev ouvdiovTal oTnv €mM@AveId Twv €IOBOAEwWYV aAAG eival
eAeUBepa OTOUG 10TOUG OTTOU TTPOCEAKUOUV HOKPOQAYQ KAl TTOAUMOP@OTTUPNVA Kal
EVEPYOTTOIOUV QUTA Ta KUTTAPO WOTE Va €ival KAAUTEPOI KATAOTPOYEIG. Ta TUAUATA
QuUTA KaAouvTal Kal ava@uAaTogiveg yiaTi cUUBAAAOUV OTNV ava@UAAKTIKI KATATTANSIA.
ETo1 To ouptrARpwpa atroTeAei éva TToOAUAEITOUPYIKO 0UOTNHUA.

1. KataoTpégel Toug eiIoBoAeig @Tiayxvovrag To MAC

2. EvioxUel Tn Agitoupyia TnG @QAYOKUTTAPWY HECW TWV UTTOOOXEWV TOU

OUUTTANPWHATOG
3. Mr1ropsi va e1dotroifoel dAAa KOTTapa 0TI SeXOMAOTE £TTIOECT
AAAG 6Aa auTd Ta KAVEL TTAPaA TTOAU ypriyopda




NOAYMOP®OIYPHNA OYAETEPO®IAA

Av KaI TO JOKPO®AYOo avau@iBoAa gival To o TTOAUTTAEPO KUTTAPO, £V TOUTOIG TA TTIO GTTOUdAIO
ETTAyYYEANATIEC PayOKUTTAPA €ival TTIBaVOV Ta oudeTEPOPIAQ TTOAUPOp@OTTUPNVA. MNapdyovTal 0TO HUEAD
TWV 00TWV, Couv 2 ~ 3 Pépeg, atmoTeAoUlV 10 60 ~ 70 Twv AEUKOKUTTAPWYV Kal OEV EUPaviCouv KATToIN
EIBIKOTNTA £VAVTI TWV AVTIYOVWV. Eival @avepd OTi TTpETTel va gival TTOAU onuavTIKA KUTTapa aAAIwg dgv
Ba nrav 1éoa ToAAG. H Baoikr Toug Asitoupyia gival n eEac@AAIon TNG KUTTAPIKAG ApUvVaG TOU
opyavIouoU TToU ETTITUYXAVETAI JE TN QAYOKUTTAPwWON Kal T BavAaTwon Tou piIkpoopyaviopou. Ta
oudETEPOPIAQ €ival ETTAYYEAPATIEG KUTTAPOKTOVA KAI EEEPXOVTAI TWV AYYEIWV £TOIUA VO OKOTWOOUV.
E¢épxovTal atmd Tov JUEAS TwV O0TWV TTPOYPAUMATIONEVA VA TTEBAVOUV O€ JECO OPO TTEVTE NUEPEG, UE
TN dIadIKaCIa TG ATTOTITWONG. 2€ AVTIOEON PE TA HOKPOPAYQ Ta OUBETEPOPIAQ BEV gival
QVTIYOVOTTAPOUCIOOTIKA KUTTapa. Eival Ta TTpwTa KUTTApa TToU Ba OTTEUO0UV OTO ONMEI0 TNG AoinwEng
Kal Ba TTapapEiVOUV EKEN ATTOTEAWVTAG TOV KOT £OXI AMUVTIKO KUTTAPIKO JNXAVIOPO KATA TIG TIPWTEG
MEPEC. Ta oudeTepdPIAa PUOAIG ByOuV OTOUG I0TOUG EVEPYOTTOIOUVTAI APECT dPOUV OavV
UTTEPEVEPYOTTOINKEVA POKPOPAYA KOl GAYOKUTTAPWVOUV Toug €I0B0Agig. ETTeidn n diadikaoia autr)
MTTOPEI va gival €TTIKIVOUVN KAl VIO TOUG QUOCIOAOYIKOUG I0TOUG Ta KUTTAPA autd (ouv Aiyo Kal @’ doov
XPEIOOTOUV EVIOXUOEIG £EAYYEILVOVTAI KAIVOUPYIQ. Z€ avTiOeon Ta pakpo@dya ouv PeyaAo XpovIKO
dIAoTNUA AEITOUPYOUV CAV YPOUPOI KAVOVTAG TTEPITTONIEG, EvEpyOTToloUVTal éTav deXBoUV KATAAANAQ
MNVUPOTa KAl ETTAVEPXOVTAI O€ KATAOTAON NPEMiag, 6oa ¢ oouy, OTav N paxn TEAEIWOEL.

E@’ 600v Ta TTOAUPOp@OTTUPNVA Eival TOOO £TTIKIVOUVA, TTWG §EPOUV TTOTE TTPETTEI VA Byouv atrd
TO Qipa OTOUG 1I0TOUG AAAG Kal TTOU TTPETTEI VA TTAVE; Ta OUdETEPOPIAA OTO dipa BpiokovTal o€ pia
avevePyO KATAOTOON KAl JETOKIVOUVTAI JE TO Aipa hE MEYAAN TaXUTNTA O OX£0N PE TO UEYEDDHG TOUG.
Ortav yia KAT010 AGYO0 Ta aKPOPAya evepyoTroinBouv, TTapAyouv KUTTOPOKIVEG ‘cuvayepuol’ IL~1 Kai
TNF 1TOU pETa@EPOUV TO urvupa, OTI KATTou YiveTal €TmiBeon. To TTAnciov evooBnAio Twv ayyeEiwv
EKQPACE hIO KAIVOUPYIQ TTPWTEIVN OTNV €TTIPAVEIA TOU T oeAekTivn (SEL). H oUvBeon TG 0eAeKTIVNG
KQl N METAQOPA TNG OTNV ETTIPAVEIX TOU KUTTAPOU XPEIAleTal TTEPITTOU 6 WPES. MapdAAnAa otnv
ETTIPAVEIA TWV OUBETEPOPIAWYV UTTAPXEI 0 oUVOETNG TNG OeAeKTiVNG (Selectin ligand~ SLIG) kai n
AAANAETTIOpaOT AUTWY TwV OUO KAVEI TA OUDETEPOPING VO KUAOUV TTI0 apyd KOVTA OTO TOIXWHO TWV
ayyeiwv. KabBwg ta oudeTepO@IAa KUAOUV dEXOVTAI OrjpaTa 0TI n paxn eival oe e€EAIEN. PAeypovwodn
OAMATA TTOU avayVvwpEIiCouv Ta oUBETEPOPIAA Eival, N TTPWTEIVN TOU CUUTTANPWUaTog Cha Kail 10
OUOTATIKO TOU TOIXWHATOG TwV BaKTNPIBiwY, AirtottoAucakyapidn (LPS). MAOAIG To oudeTepbdPIAo AdGBel
QUTA TO ONPATA HIO VEQ TTPWTEIVN, TTOU TTIPOUTTAPXEI, EKPPAleTal OTNV ETTIPAVEIQ, N IvTEYKPivn (INT) H
IVTEYKPIVN OuVvOEETaI E TNV TTPWTEIVN ToUu €vdoBnAiou ICAM TTOAU oTépea Kal KAVEI TO OUBETEPOPINO va
oTapatd va KUAG. OTav Ta oudeTEPOPIAA OTAUATHOOUV, OEXOVTAI TNV ETTIOPACT XNUEIOTAKTIKWV
TTapayovTwy TTou fonBouv Tnv 8iodd Toug PHETAEU TwV eVOOBNAIOKWY KUTTAPWY TWV AYYEiWV,
€€EPXOVTAI OTOUG I0TOUG KA JETAVAOTEUOUV OTO TOTTO TNG PAEYUOVAG. TETOION XNUEIOTAKTIKOI
TTAPAYOVTEG €ival ATTO TO CUCTNPA TOU CUPTTANPWHATOG 0 TTapdyovTtag Cha KaBwg Kal TUAPATA TwV
TTPWTEIVWYV TWV BakTnPIdiwy TTou KaAouvTal TreTTidIa f-met. OAeg o1 TTpwTEiVEG TV BAKTNPIBIWYV
apxicouv pe €va €10IKO apivogu TTou KaAeital formyl methionine ( f-met), TToU OTIC AVOPWTTIVEG
TTPWTEIVEG TTEPIEXETAI OE TTOOOOTO MIKPOTEPO TOoUu 0.01%. 'ETol Ta TreTTidIO f-met cuvavTwvTal oxXeddv
QTTOKAEIOTIKG oTa BakTnPidia. KaBwg AoITTov Ta paKpo@aya ¢payoKUuTTapwVouV Ta BakTnpidia
atroAAAOUV auTd Ta TTETTTIOIA KAl TA OUDETEPOPIAA TTOU €XOUV BYEI OTOUG I0TOUG aKOAouBouv To
MovoTtTaT Twv f-met TemTIdiwv Kal BPiocKouv Tov TOTTO TNG @AeyHovG. ETTTpdoBeTa OI KUTTAPOKIVEGS,
OTTwG o TNF evepyoTroiouv Ta oudeTePOPIAa KaBWS TagIdeUouv OTOUG I0TOUG, £TOI PTAVOUV OTO TTEDIO
NG MAXNG £TOINA VO OKOTWOOUV.



Mati Spwg utTdpy el Yo TETOIA TTEPITTAOKN S1adIKACIA YA va (pTACOUV TA OUSETEPOPIAO OTOUG
I0TOUG; H KaBuoTépnon TNG TTapaywynG TWV OEAEKTIVWV €ival OKOTTIUN YIaTi av n €1miBeon atd Toug
MIKPOOPYQVIOUOUG BeV gival coBapr) Ta JOKPOPAYA Ta KATAPEPVOUV POV Toug. Av OuwG o1 €I0BOAEIG
gival TTOAAOI TOTE TTEPICOOTEPA HAKPOPAYA TPEXOUV AUEAVETAI N TTAPAYWYA TWV OEAEKTIVWOV KOI TO
TTOAUPOPPOTTUPNVA AVTATIOKPIVOVTAI OTO KAAEOUA.

To deUTEPO XAPAKTNPIOTIKO TOU CUCTHHATOS TwV OUBETEPOPIAWY gival OTI TTAPOTI ival TTApa TTOAAG oTO
aipa, tepitmou 70% , 0TOug PUOIOAOYIKOUG I0TOUG BpiokovTal TTOAU Aiya. Autd Ta KUTTOpA gival KUTTapa
TavTa o€ eToiuéTNTa —on call-. Molog dpwg Ta KaAEi;

Quoikd, Ta KUTTapa @POUPOI, Ta JaKPOoPAya, OTToTE XpElddovTal Tn BorBeid Toug.

AuTté 10 oUoTNna, OtTou eUTTAEKOVTAI, N oUvdeon SEL-SLIG yia va kKavel To oudeTEPOPIAO va KUAQ, N
aAAnAemmidpaon TNG INT-ICAM TToU OTAPATA TO OUBETEPOPIAO KAl Ol XNUEIOTAKTIKOI TTapAyovTeS Jadi pe
TOUG UTTOBOXEIC TOUG OTO TTOAUMOPPOTTUPNVO TToU dIEUKOAUVOUV TnVv £€£000 TOuG aTTd Ta ayyeia, @ aiveTal
Aiyo TrepitTAoKO. @a ptropouce BERala va ATav Mo atmAd aAAd TTapdAAnAa Ba ATav Kai €TTIKiVOUVO. Av
XpelagoTav pyovo n ouvoeon TNG OEAEKTIVNG KA YIA KATTOIO AGYO, IO KAl QUTA UTTAPXEI OTA EKATOUUUPIA
evooOnAIakd KUTTaPQ TTOU UTTAPXOUV OTa ayyeEia, dieyelpdTav TOTE Ta oUBETEPOPIAQ Ba £Ryalvav atrod
Ta ayyeia 0Toug QUOIOAOYIKOUG 1I0TOUG Kal Ba TTpogevouoay PeyYAAES BAGRES. H UtTapén Twv TpIwV
TUTTWYV HOPIWV TTOU TTPETTEI VA CUVEKQPACBOOUV TTPOTOU TO OUBETEPOPIAA BYOUV OTOUG IOTOUG
KAVEI TO OUOTNUA TTOAU ACPaAEG.

TAZINOMHZH NMPQTONAGQN ANOZOANENAPKEIQN

Kdabe 2 xpovia , atmd 1o 1970 pia oudda €1dkwyv TTdvw oTn didyvwaon , BepaTtreia Kal ¢peuva Twv
MpwTtommaBwyv Avocoavetrapkelwv-INA cuvavTiouvTal yia va ounThoouv va TIG KAaTaypAayouv Kal
va TIG Tagivourioouv. H 1o euxpnotn Tagivounon givai autr) Tng Néag Yopkn 311 Maiou-1n" louviou
2011 mou TrepIAQUPBAVEl OKTW TIVOKEG ME KATAYPA®N VOONUATWY WE ava@opd oTo Ovoua,
TTPOORERBANUEVWY AEPPOKUTTAPIKWY UTTOTTANBUCUWY, AEITOUPYIWY, ETTITTEOWYV AVOCOCPAIPIVWY,
KAIVIKG XOpOKTNPIOTIKA , TPOTTOG KANPOVOMIKOTNTAG KAl TIPOCBERANPEVOS YOVOG,

H TteAeutaia €kdoon pe Pdon Tn yovidiakr TTpoofBoAry Trepiéxel mepitrou 140 MA pe yeveTka
KaBopilopévn ouoxETion . AAAEG 10 pe pn KaBopIoPEVN YEVETIKA CUOKETION.

Opdda | : Zuvduaopéveg T kau B avoooavetrdpkeieg
Opada Il : ANa kaAd kaBopiopéva cUVOPOUO AVOOONVETTAPKEING
Ouada lll : KOpia avTICWHATIKEG AVOOOAVETTAPKEIES

Oupada IV : NooAuara duocAsiToupyiag

OupadaV : Zuyyevh eAAgippaTa TWV @AYOKUTTAPWYV (apIOu6g,  AsiToupyia)
Oupada VI : ENAgippaTta Tng pn €1I81IKAG avoaoiag

Oupada VIl : Auto@Aeypovwdeig Alatapaxég

Opada Vi EAAEipPATA TWV TTPWTEIVWYV TOU ZUNTTANPWHATOG



Me eCaipeon Tnv IgAD 1/700 OAeG o1 GAAAEG POPYEG AVOOOAQVETTAPKEIAG  Eival OTTAVIEG KAl
uttoAoyiCetal n ouxvorntd Toug tepitrou 1/10.000- 1/100.000 yevvioelig. H ouxvotnTa augavetal
O€ TIEPITITWOEIG JEYAANG CUYYEVEIOG ) OE YEVETIKA ATTOUOVWHEVOUGS TTANBUCHOUG.

O1 TA TagivopouvTal oUPNQWVA UPE TA OTOIXEIM TOU AVOOIAKOU CUCTAUATOG TTOU TTPWTOTTABWS
TTpooPBdaAAovTal . AVETTAPKEIEG TNG EIBIKAG, ETTIKTNTNG-TIPOCOPHOCTIKAG avooiag TrepIAauBdavouv
OUVOPONa AVTICWMATIKAG Kal ouvOuaouévng avoooaveTtdpkelag .EAAgiyyaTa TG €PQUTNG-
QUOIKNG avooiag TTepIAauBdavouv daTapaxEg Twv eayokuttapwy , Twv Toll-like uttodoxEwv Kai
TOU CUUTTANPWHATOG.

OAa autd Ta voonuata yapakTtnpifovial amd augnon Tng €uaiobnoiag o UTTOTPOTTIAlOUCES
ooBapéG AoIWEEIG, ME €uaIOBNCia O€ TTOIKIAOUG HIKPOOPYAVIOPOUG TTou eEapTATal atté Tn QuUoN
TOU avooIakKoU gAAgipypatog. EmmpdoBeta katroiol TUtrol MA TTapoucidlouv duoAEIToupyia Tou
avoolakoUu OUCTHPOTOG Kal aAANol €xouv €va TTIO OUVBETO @AIVOTUTTIO OTOV  OTIOIO N
QVOOOQVETTAPKEIA ATTOTEAE] Eva ATTO TO CUCTATIKG TTOU OOUOUV TO QAIVOTUTIO TOU VOO UOTOG.

KAIVIKEG €EKONAWOEIS AVOCOAVETTAPKEIWV

Me TOV OpO  AVOOOQVETTAPKEIN ~ €VVOOUUE TNV TTANUUEAR AEITOUPYIa OTTOIOUBNTTOTE OKEAOUG TOU
QMUVTIKOU OUOTAMATOG ( XUMIKA A KUTTAPIKI avooia , ayokuTTapike ouoTnua ) Adyw BAGBNg
TTOU MTTOPEl va eVvTOTTICETAI O HOPIaKO, KUTTAPIKG 1 Bloxnuikd emimedo. Otav n diatapaxn
UTTAPXEI KOTA TN yEvvnon, TIPOKEITAI VIO TTPWTOTTAB avoooaveTTAPKEIQ ( CUYYEVH 1] KANPOVOUIKH).
H T1agivéunon Twv avoooaVvETTAPKEIWV YiveTalr pe Bdaon 1n eviomon Ttng dilatapaxng. Ol
TIPWTOTTABOEIC AVOOOAVETTAPKEIEG OATTOTEAOUV HIO ETEPOYEVI] ONAdA voonudaTtwy. H eTepoyéveia
agopd

e Tnv aimiomraBoyévela / evromon TG BAGRNS

e TNV KAnpovouikotnTa ( €ival duvatov va £X0UNE dIAPOPETIKOUG XAPAKTPES HeTABiBaong otnv
idla vOoO0)

e TNV KAIVIKA EK@paaon TTou PTTopEi va gival AtTia f Bapid, TTAAPNGS 1) ateANg

e Tnv avaAoyia BaputnTag KAIVIKAG EIKOVAG KAl AVOTOAOYIKWY EUPNUATWY TT.X. OTNV QVETTAPKEIX
NG IgA | Twv uttotdgewyv TG 1gG  €ival duvatov Ta ATOPA va Eival TEAEIWG QOUPTITWHATIKG
avTiBeTa , dtopa pE BAPIES KAIVIKEG EKONAWOEIG

( BapiEg Aolpwéeig, Baplég autodvooes KATAOTATEIS )

e TN TTPOYVWON

O1 KupiOoTEPEG  KAIVIKEG EKONAWOEIG TTOU EKPPAJOVTAl Ol OVOOOAVETTAPKEIEG Eival ol
akOAoubeg:

. Nolpwéelg atrd eEwKUTTApIa Kal evOOKUTTApPIa TTaBoyova pikpopia

. 2TOOIYOTNTA CWHATIKAG avATITUENG

. Emiyovn didppoia/ ducocatroppdepnon

. Emigyovn puknriaon otouato@dpuyya

. AtTouaia Agpupadévwy Kal apuydaAwV I YEVIKEUPEVN AEUpadevoTTaBbela.

. MeyaAooTtrAnvia

~N oo oA WON P

. AIJATOAOYIKEG DlaTAPAXES KAl KUPIO AUTOAVOOEG KUTTAPOTTEVIES, ATTAACTIKI AVAIMIa
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8. AAAEG auToAvVOOEG KATAOTACEIG (QUTOAVOOT NTTATITION , PAYOEIDITION , AUTOAVOOA PEUPATIKA
voonuata )

9. Aouvnbn kakonbn vooriuaTta

10. BaplIég A TTIOVEG I0YEVEIG AOINWEEIG

11.>0Bapéc avmidpdoelg o euBONIa pe CwvTeG £6acBevnuévoug 100G, PUKOBOKTNPIdIO ( TT.X.
eUBOAI0 TToAIopueAiTIdag, BCG)

12. ApBpiTideg

13. BpoyxiekTaoia

14. KaBuoTtépnon atrémrwong opgaliou Awpou

15. Xpévia ouhooTtopaTitida / TrEpIodovTITIdN

16. AeppaTIKEG EKONAWOEIG AYYEITIOAG

17. Xpovia oTTEIPAPATOVEPPITION

18. KAnpovouIKd ayyelooidnua

O1 Molpwéeig aroTreAoUlv TRV IO OUXVH €KSNAWON TWV AVOCOAVETTOPKEIWY OTTOU KI AV
evromieral n BAARN . ATTO TIG GAANEG KAIVIKEG EKONAWOEIG , N AVvETTAPKAG TTPdoAnyn Bdpoug , n
€TTiovn diIdppoIa Kal JuknTiaon , N atoudia A n utrepTTAacia Aeu@adévwy n peyaAooTrAnvia , ol
autodvooeg KaTaoTdaoelg ( NmmaTimda , payoeidimida ) €ival oI CUXVOTEPEG O€ OXEON ME TIG
UTTOAOITTEG EKONAWOEIG TTOU TTPOAVA@PEPOBNKAV.

O1 ouvnBéoTePEG AOINWEEIC PE TIG OTTOIEG EKONAWVOVTAI Ol AVOCOAVETTAPKEIEG OTN BPEPIKA KAl
TaidIkl  nAIKia  €ival aQutég TOU QVWTEPOU KAl KOTWTEPOU QVATIVEUCTIKOU (  €TTipovn
TTAPAPPIVOKOATTITIOO i TTUWdNG WTimda , n paoToedimda, utmoTpomdalouca Bpoyximida n
TIVEUPOVIQ ), N MNVIYYITIOA , 01 YEVIKEUPEVEG PIKPORBIaKES AoIpwéelg ( onwaipia - onyaiuikoé shock),
Ol EKTETOMEVEG  MUKNTIAOEIS OTOPATOQAPUYYA, OEPMATOG, VUXIWV, Ol TTUOYEVEIG AOIMWEEIS (
QATTOOTANATA ) OEPUATOG, TIVEUROVWY, OOTWV.

O1 Aoipwéelig 1Tou o@eilovTal Ot TTPWTOTTOOEIG AVOOOAVETTAPKEIEG £XOUV OPICUEVA
XOPOKTNPIOTIKA:

e ApxiCouv atrd Tn Bpe@ikA nAIKia ( ye €¢aipean Tn KOIVA TTOIKIAN avoooaveTTAPKEIQ TTOU apxiCel
META TN TTPWTN TTAIOIKA NAIKia.

e EvrotTiovTtal o€ did@opa cuoTHPATA aAAG ouxVvOTEPA OTO AVATIVEUOTIKO KAl OTO OEPHA .

e Eival ouxvég 1 apaiég aAAG acuvnBioTta BapiEg AOIMWEEIS 1 AOINWEEIS pe acuvhBioTa BaplEg
ETTITTAOKEG.

e Av 0gv QVTIMETWTTIOOOUV £yKaIPa PE TN KATAAANAN QVTIMIKPORIOK aywyr, £XOUV TTAPATETAMEV N
TTopEia Kal @Twxn amrdvTnon oTn BeparTreia.

e H evidémon TG avoooaveTTApKEIOG TTPOCdIOEl OTIC AOIMWEEIC OPICPEVA XOAPAKTNPIOTIKA, N
agloAdynon Twv OTToiWV €ival onNUAVTIKA yIa TNV KAIVIKR] didyvwon TG Kal Tn KAaTteuBuvorn Tou
avVOOOAOYIKOU EAEYXOU.



XapaKTNPIOTIKA ACIMWEEWY TTOU OPEIAOVTAI OE AVETTAPKI AEITOUPYIO TWV QAYOKUTTAPWY .

e Ta aitia Toug eival KaTé Kavova o OTAQUAOKOKKOG Kal otraviétepa Gram(-) paktnpidia |,
MUKNTEG, OEPPATIES, AIOTEPIEG.

e OI Aopweig cival Treplyeypauuéveg tuoyeveic  ( 60BIveg, atrooTriuaTa, oupiyyla) TTou
evToTTiCOVTaI OTO OEPHA, OTOUG AEPPADEVES , OTOUG TIVEUNOVEG, OTA 00T, OTIC ApBPWOEIG KAl O€
OTTOIOdNTTOTE  AAAO ECWTEPIKO Gpyavo.

e Eival duvatd va cuvdudlovtal pe depuaTIKEG €KONAWOEIC ( TTUODEPHIQ, OUNYHATOPPOIKNA
OepMATITION, €KCENA, VEKPWTIKA ATTOOTANATA, €AV BAMATA)

EAAEIMMATA OATOKYTTAPQN
Ta @ayokuttapa Traiouv onuavTikd pOAo oTnv Guuva €vavtl Twv BakTnPIdiwy Kal JUKATWV.

AcBeveig e @ayoKUTTAPIKA €AAgigpaTa 6oov agopd Tov apiBud , Tnv Asiroupyia f kal Ta dUo
Trapoucialouv utrotpotidlouoeg coBapéc Aoipweelc atrd puknteg (Candida kai Aspergillus) i
Baktipia. Kupiapxouv o1 AOIHWEEIS TOU AVATIVEUOTIKOU Kal ToU dEPPATOS , GAAG KOl T €V Tw
BaBel atrooTApATA €ival OUXVA. Z& TTOAAEG TTEPITITWOEIG Ol UTTOTPOTTIACOUCEG OTOUATITIOEG Eival
OUXVEG.



Mivakag V Zuyyeveig avwpaNieg TwV QAYOKUTTAPWY WG TTPOG ToV apiBud, Tn AsiToupyia, 1 Kai Twv dUo

Emnpeadépeva Emnpeagépevn . 5 . Mopiakég SlaTapayég -
NOZHMA KUTTApQ Aeroupyia Zuvodd euprpara KAnpovopikétnTa MBaVA TABOYEVEI
. p . ELA2: diatapaxn g
Bapiég ouyyeveig ; . Ymroopdda pe .
OUBETEPOTTEVIES il AR (0. TR 2 HueAoduoTTAaaia D HETaKNTIONS TS
ehaoTdong
Zuvdpopo Kostmann N MugeAik} diapopotroinon B/T Aepgotrevia AD CAllTEEEE S
eAaoTd0TNG
AlokUpavon Twv GAAwY ELA2: diatapayr g
KukAikrj oudereporrevia N ? AEUOKKUTTAPWY Kal AD HeTakivnong g
QIgoTTETAAIWY ehaoTdong
WASP: pubuioTig g
duloouvdern aKTivNG TOU
ouderepomevia/ N+M ? - XL KUTTOPOTKEAETOU
upugAoduomAaoia (ommwAEI TG
QUTOOVOOTOANG)
Aarapayn tng MpookdAANoN xnueloTagia K,G GuoTspnupsvr]
% . aTmOTTWG N OpPaAiou . .
MPOoKOANoNg Twv N+M Evdokutiwon T . P INTG2: TMpwreivn
e a . . AWpou, deppaTIKG EAKN, AR .
Aeukokurrdpwy (Tdmmou L+NK KUTTAPWV/KUTTOPOTOEIKOTN " TTPOOKOAANGNG
: TTEPI0OdOVTITIO,
1) 1o NK KuTTdpwv A .
EUKOKUTTAPWON
Aarapayn tng XapaktnpioTikd LAD
TpOoKGANONS TWV N+M XNHEloTagia T0TIOU 1+ hh-opcxéq' AR FUCT1: HeTagopeag Mg
Agukokurrdpwy (tummou QiJaTog Kal TIVEUNATIKN GDP- gouk6lng
2) kaBuoTépnon
Aiarapayn tng .
POTKOANGNG TWV N+M . ?(apannpwnm LAD, ?Rap-1 gvepyotroinan Twv
. . MpookdAAnon T0TT0U 1 + CQUPOPPAYIKH AR ,
Agukokurrdpwy (TUTou L+NK . IVTEYKPIVWV
3) 01GBeon
MpookdAAnon . . RAC2: pUBpuion g
Avemdpkeia tng Rac 2 N Xnueiotagia Tapaywyn KqK’r] errou)\wor]lrwv AD aKpivg Tou
0! TTANYWYV, AEUKOKUTTApWON .
- KUTTOPOOKEAETOU
Avs'naszla msp N+M Kk Ta |-|VEU|JC(TIKI']' KaQucTepncn, AD ACTB: o
aKTiving XONAG avaoTnua KUTTOPOTTAQIO JATIKY) OKTiV
Evrornapsyn VEaVIKN N xnuepm&a Tou emayeral Mepiodoviinida AD FPR1: un069x£ag
mepiodovritida aTTO OPUUAOTTETTTIOI0 XNUEIOKIVWV
. T Mepiodovrimda, CTSC: evepyotoinan g
AT T N+M Xnuelotagia UTTEPKEPATWO N TTOAQUWY AR TIPOETAC NG GEPIVING aTTO
Lefevre . ;
Kall TFEAMATWV mv KaBeyivn C
Avsn’gpxsm TWV EISIKWV N Xnueioratia N kUTTapa He diloBo AR C/EBPE: HUEAIKOG )
KOKKiwv TTUprvVa TTapAayovIag PETAYPAPrG
lMavkutrapoTTevia,
Zuvdpopo Shwachman- N Xnueioragia QVETTAPKEID EEWKPIVOUG AR SBDS

Diamond

uoipag TrayKpéaTog,
XovdpoduoTrAaaia




MNivakag V. Zuyyeveig avwHaNEG TWV QAYOKUTTAPWY WG TTPOG ToV aplBud, Tn Asiroupyia, f kai Twv 500

Emnpeadopeva 7 q . 2 a Mopiakég SiaTapaxEg -
NOZHMA KOTTApQ Emrnpeadoépevn Aeiroupyia Zuvodd eupRuaTa KAnpovopikétnra mBavi maBoyéveia
EvBokuTttdpia kataoTpo®n
Xpovieg KOKKIWUATWOEIS vOTOI N+M (eAAQTWRATIKA TTapaywyr CyBA: TTOWTEIVN HETAPOPAS
02- nAekTpoviwv (gp91phox),
s . CYBB mpwreivn HeTagpopdg
Yﬂooua’agi_(ggévownog XLAR nAekTpoviwv (p22phox),
NCF1mpwrteivn ouvdeong
(p47phox), NCF2 trpwreivn
evepyotroinang (p67phox)
PUAOOUVOETES - AUTOOWHATIKES N+M
EvBokuTttdpia kataoTpo®n Avaieyp axi o G_6FD:
Avemdpkeia tng G-6PD Twv HIKPOOPYAVIC MWV M i) AT s
oudeTepOPiAwv DS (eAAQTWRATIKA TTapaywyr PR Gea AL DI
02-) Aiatapayr o MPO:
MEIOVEKTIKF) QVTIOEEIBWTIKNA
AvemdpKeia tng N EvBokutrapia Amaviaral og Guaioloyikd AR TpooTacia
HusgAoUtrepoeidaons KaTaoTPo®r) TG candida daropa
p 3 Euaiobnoia o€ Aoipweeig . i
Avemdpkeia Twv UTTOSOXEWV TNG g e : IL-12R...1:....1 aAucida Tou
IL-12 kai Tng IL-23 LK EELAPUS 0o ane ugg\izg)]\‘ilgm “ AR utrodoxéa g IL12 kai IL23
EuaioBnoia o€ AoIMwEeIg 1l-12p40 utropovada g IL-
Avemdpkeia tng IL-12p40 M ‘Ekppion g IFN.... a6 pukoBakTpidia Kal AR 12/1L-23: mapaywyn IL-
OOAPOVEAAT 12/1L-23
IFN-...R1: aAuoida
. . . . . EuaioBnoia o€ Aopwéeig oluwdeong IFN-...R
CVBHEES WU OIS TS M+L Zuv§son A etaBiBaon a6 pukoBakmpidia Kai AR, AD, AR IFN-...R2:aAucida
IFN-y ofparog Mg IFN.... 2 o o
GaApoVEAAQ peTapifaong pnvipaTtog g
IFN-...R
EvaioBnoia o€ Aopwéeig
aTrd JukoBakTnpidia,
. . MetaBiBaon afparog ogaApovéAAa kai 100G .
Avemrdpkeia tng STAT1 (2 rgmrol) M+L IEN.../.. EuaioBnoia o¢ Aoipiesic AR AD STATL: STAT1
a1é pukoBaktpidia,
gaApovéAAa

AD: n kAnpovopoUuewn pop@r) TG avetrapkeiag g IFN-R...1 1) Tng avetrdpkeiag Tng STAT1o@eiAeTal 0 PETOANGEEIG PE ETTIKPOTWV XOPAKTHPA TTOU eV 0dnyolv aTnV Trapaywyn TTPWTEIVNG,
XL: @uAocUvdeTn kKAnpovouikotnTa, AR: autdowpn UTTOAEMTOPPEVN KAnpovopikoTNTa, N: oudeTepd@IAa, M: Movokuttapa pakpo@dya, L: Aeppokittapa, NK: @uoikd kuttapoktova, STAT1:

UETAYPAPIKOG TTAPAYOVTOG

Bapid ocuyyeviig ouderepotrevia (SCN) opieTal apiBUOS oudeTEPOPIAWY TTOU £TTIPEVEI OTABEPA
KATw at1d 0.5x10° kutt/L. H 1Mo koivr artia gival gia yeTdAAagn oto yovo ELA2, TTou KwOIKOTTOIE
TNV €AAOTACN TWV TTOAUNOPPOTTUPAVWY. AUTOOWHN 1 KUpPiapXn KANPOVOUIKOTNTA OXETICETAI JE
QTTOKAEIONO TNG dlIaPOoPOTIoiNONG aTTO TTPO-PUEAOKUTTAPO Ot MUEAOKUTTApPO oTov MO. MepIkég
METOAAGEEIC TNG ELA2  TTpOKAAOUV KUKAIKF) OUDETEPOTTEVIA, PE AUEOMEIWON Tou aplOuoU TwV
OUOETEPOPIAWYV KUKAOU 21 nuEPWYV, PE EPPAvIoN TTEPIOBIKAOTATAG OTIG AOINWEEIG. METAAAAEEIS TNG
ELA2 trapoucidfouv au¢nuévo Kivouvo PueAoduoTTAaciag Kal yueAoyevr) Asuxaipia. Metagu Twv
Hopewv SCN peE QUTOOWHMO UTTOAEITTOMEVO XapakTApa , n avemdpkela HAX1-Kostmann
XapakTnpiletal atrd augnuévn ATTOTITWON TWV KUTTAPWYV TNS MUEAIKNG O€IpAc Kal ouxXva coBapég
VEUPOAOYIKEG DIATAPAXEG.

Xpovia KOKKIWwPaTwdng véoog (CGD)

H CGD eival pia opdda diatapaywyv TTou EVTOTTICETAI OTN @ACN TNG AVATIVEUOTIKNAG €KPNENG TNG
@ayoKUTTaPIKNAG Acitoupyiag. H BAGBN ogeiletal otn PeTAAAAEN  €VOG €K TwV YovIdiwv TTOU
KwOIKOTTOIOUV TNV 0&eIdA0N TWV HOVOKUTTAPWY Kal TToAupop@oTtiupfivwy  NADPH 110U 00nyei
OTn QVeTTapKn Tapaywyrn umepogeidiou Tou udpoydvou ( H202 ) ., kal GAAwvV OEEIBWTIKWYV
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Tapaywywyv BaCIKAG onuaciag yia TV €vOoKUTTAPIA £EOVTWON Twv BaKTNPIBIWV KAl TWV
MUKATWYV. ATIOTEAEOUO €ival n AvATITUEN UTTOTPOTTIA(OUCWY BOKTNPIOKWY KAl PUKNTIOOIKWV
Aolpwéewyv ( dlaTTinon Aep@adévwy, OTAPUAOKOKKIKY TTVEUMOVIO, OOTEOUUEAITION, ATTOOTAUATA
ATTATOG K.Q.). AUTEG Ol COPBAPEG AOINWEEIC OUVABWG EUPaviICovTal KATA TO TTPWTO XPOVOo CwNG Kal
ogeilovTal KUpia o€ Staphylococcus aureus, Aspergillus species, gram- evrepoBakTrpia, Serratia
marcescens, Burkholderia cepacia. H emuévouoca @Agypuovwdng avTidpaon TToU TTAPATNPEITAI O
aoBeveic pe XKN gival utretBuvn yia  TIC KOKKIWMOTWOEIG €KONAWOEIG TNG vOOOU TTou
uttotTpomAdel , €1I0IKOTEPA OTA KOIAA Opyava , aKOPA Kal atroudia AOINWEEWY , TTPOK AAWVTAG
ATTOPPAEN TWV EI000WV TOU YAOTPEVTEPIKOU , Un Aoidwdn KOAITIda Kal udpovEéppwaon.

MapdAo 1Tou o€ OAeG TIGC POPPEG N Baoikn diaTtapaxh €ival n idia , woTdéoo TTapaTneEital JeydaAn
YEVETIKA KOl KAIVIKI) €TEPOYEVEIQ, TTOU OQEIAETal KUpIa OTnV UTTapén METAAAGEEwWV O€ TTOIKIAQ
yovidia. MNpdogarta €xel ca@ws ¢ekabBapiobei 0TI TO €vCUPO TWV QAYOKUTTAPWY TTOU TTAPAYEI
uttepogeidla (NADPH o&eiddon) atroteAei €va TTOAUTTOPAYOVTIKO oUOTnUA. TN MEUBPAvVN Twv
PAYOKUTTAPWYV UTTAPXElI TO KUTTOXpwHa BS58 1Tou atroteAcital amd pia peydAn utrooudda Tnv
gp91rhox kKai pia pIKPOTEPN TNV P22Phox. TouAdxIoTOV TPIG AAAOI KUTTAPOTTAQGHUATIKOI TTAPAYOVTEG,
p47 phox p67 phox  p4Q phox gyuueTéxouv otn dladikagoia evepyoTtroinong Tou eviUpou. H vooog
ekdNAwveETal Pe TTOIKIAN BapuTtnTa otav uttdpxel Aeiroupyikn avetrdpkeia NADPH, evog atmd Toug
TTEVTE UTTOTUTTOUG TOU €VCUMOU , N MOpPIOKA BACN Twv OTToIWV €XEl yivel yvwaoTr TTpéo@aTta. ETol o
uttéTuTToG  gp91rhox (CYBB)  (6mou gp YAukompwreivn, 91: popiokd Bdpog 91 KD «kai
phox:oeiddon Twv @ayokutTdpwv- phagocyte oxidase) KwOIKOTTOIEITAI ATTO YOvidlo TTou
BpiokeTtal oto Xp21.1 Kai o JETAAAGEEIS TOU AVTITTPOOWTTEUOUV TO 62% TwV TTEPITITWOEWV TTOU
avTIoTOIXOUV OTOUuG acBeveic pe  @uloouvdetn CGD. O umérumog p22 pPhox (CYBA),
KwOIKoTTolEiTal aTrd yovidlo TTou PBpiokeTal 0TO XpwHOowHa 16924 Kal ol uTtéTuTIol p47 Phox
(NCF1) and p67 rphox (NCF2) and p40 Phox (NCF4) kwdikoTroloUvTal atré yovidia 1Tou BpiokovTal
oTa Xpwuoowpuata 7q 11.23 , 1925 kai 22913.1 avrtiotoixa. MeTaAAGEEIC Twv yovIdiwV auTwyv
QAVTITTIPOOWTTEUOUV TO 38% TwV TTEPITITWOEWYV TTOU AVTIOTOIXOUV OTOUG AOBEVEIG JE AUTOCWHATIKO
UTTOAEITTOUEVO XAPOKTAPQ TNG vooou. Ta pépia gp9lrhox kar p22 phox BpiokovTtal otn pepBpdvn
TWV QAYOOWHWY €VW TA KUTTAPOTTAQOUATIKA  p47 Phox | p67 phox ko p40 Phox petag@épovTal oTn
MEMBPAVN MPETA OTTO EVEPYOTTOINON TWV @QAYOKUTTAPWYV. ZUVAPHOAOGYNON TOU OCUMTTAEYUATOG
NADPH puBuietal amd diopoopwplkeéG yAoutabeidveg Rac1 kai Rac2 . 'EAAeipn g Rac2
TTpoKaAei vooo TTou poiddel otn XKN.

ANENMAPKEIA MOPIQN TMPOXIKOAAHZIHE TQON OAITOKYTTAPQN TYNOY 1 KAl 2
(Leucocyte Adhesion Defect/ LAD)

AtroteAoUv OgIpd atrd OoUVOPOPA TTOU XApPaKTNEIiovTal atmo dlaTapaxéG OTn KUKAOQOpIa Twv
AEUKOKUTTAPpWYV.H diatapaxr TTPOooKOAANONG TWV AEUKOKUTTAPWYV E€ival HIa OTTAVIQ auTéown
uttoAermmopevn diatapaxr. H véoog xapaktnpidetal KAIVIKG aT1rd eTavaAauBavopeveS AOINWEEIS
TWV HOAOKWYV POpiwy , KaBuoTEPNOoN €TTOUAWONG TWV TTANYWYV , dlaTAPAXr OTO OXNHATIOUO TTUOU
o€ ammavTtnon AoIHWENG TwV I0TWV TTApA TO YEYOVOGS TNG MEYAANG AcukokutTdpwong. H évapén
TWV KAIVIKWV €KONAWOEWV €EVTOTTICETAI OTN VEOYVIKI TTEPIOBO Kal OUVABWG €KONAWVETAI HE
KaBuoTépnon aTToXWPICKOU TOUu OpgaAoU Kal oI acBeveig TreBaivouv 01O TIPWTO XPOVO CWrG.
LAD 1 ogeiletal o petdAAagn Tou ITGB2 yovou, TTou kKwdikoTtroiei Tn B2-integrin(CD18). H 32
IVTEYKPIVN UETEXEI OTN OTABEP TTPOOKOAANCON METAEU TwV AEUKOKUTTAPWY Kal €vO0BnAIOKWY
KUTTApWYV, €mMTPETTOVTAG TN 0000 TwVv AEUKOKUTTApwY Ola PEoOU Tou €vOoBnAiou woTe va
@T1doouv oTn TrePlox TNG @AeypovAG. O Tmo  yvwoTog TUTTOG AUTAG TNG dlaTtapaxng o@ eileTal
OTIG METAAAGEEIC TOu yovidiou TTou evTOTTiCETAl OTO XPpWHOoWHA 21022.3 Kal KwAIKOTToIEI TN B-
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aAucida (CD18) kai Tpiwv E€TEPODIYEPWY TIOU QATTOTEAOUV TA HOPIA TTIPOOKOAANCONG Twv
@ayokuttadpwyv (LFA). O1 a- aAucideg autwVv Twv popiwv (KwdikoTrolouvTtal atrd yovidla oTo
Xpwuoowua 16) dev ekppalovtal e€aitiag TnG TTaBoAoyikng B-aAucidag. H diatapaxr auth
TTEPIYPAPETAl WG oUVvOpouo LAD 1. H ouoTnuaTtikr augnon Twv oudeTEPOPIAWY TTOU TTAPATNPEITAI
OKOMN Kal o€ aTroudia ACIMwWENG , o@EiAeTal TNV AVIKAvOTATA TWV KUTTAPWYV VO TTPOOKOAAWVTAI
OTO AYYEIOKO EVOOBAAIO KAl VA JETAVAOTEUOUV OTOV £EWAYYEIOKO XWPO.

To LAD2 ogeihetal oe peTdAAagn otov petagopéa GDP-fucose pe amotéAeopa Tnv €AAEIYn
Ekppaong TnG mpwreivng Sialyl-Lewis X 1Tou atroteAei To pépio ouvdeong yia Tn E-oeAekTivn oTO
€vO0OAAIO TWV PAYOKUTTAPWV.

To LAD3 mrpokaAcgital ammd peTdAAagn tou popiou Kindlin-31rou euttAéKETAI OTN €VTOG KOl EKTOG
TOU KUTTAPOU ONUATOdOTNON TWV IVTEYKPIVWV.

Kai o1 TpIG TUTTOI KANPOVOUOUVTAI JE TOV QUTOCWHO UTTOAEITTOPEVO TPOTTO, TTAPOUCIALOVTAl EVWPIG
oTtn ¢wn PE TTOAU OOBAPEG AOINWEEIC XWPIG OXNUATIONO TTUOU. AlaTapaxr OTnv €TTOUAWON TwV
TANYWV ( OKOPN Kal YETA aTTO MIKPO TPAUPATIONO) Kal Bapid TreplodovTiTida. ETmrpocBeTa ol
aoBeveic ye LAD2 €xouv xapnAd avaoTnua , Ouopop®ieg Kal vontikfy uoTtépnon. LAD3
TTapoucidfouv  Kal auénuévn Taon aihoppayiwy  Adyw AEIToupyikwy - dlaTapaxwy  Twv
QIMOTTETAAIWV.

BiBAloypaeia:

- Primary Immunodeficiency diseases: A Molecular and Genetic Approach (3 ed) Edited by Hans D.
Ochs, MD, Dr.med, C.I.Edvard Smith, PhD, and Jennifer M.Puck, MD Oxford University Press 2013.

- Primary Immunodeficiency Diseases: an Update on the Classification from the International Union of
Immunological Societies Expert Committee for Primary Immunodeficiency 2015. Capucine Picard
et.al J Clin Immunol (2015) 35:696
- Functional analysis of the classical, alternative and MBL pathways of the complement system:
standardization and validation of a simple ELISA.J Imm Meth 2005, 296, 187-198.
- Paths reunited: initiation of the classical and lectin pathways of complement activation Russell
Wallis*, 1, Daniel A. Mitchellt, Ralf Schmidf, Wilhelm W. Schwaeble*, and Anthony H. Keeble
Immunobiology. 2010 ; 215(1): 1-11.
-The complement system: History, pathways, cascade and inhibitors p. N. Nesargikar
, b. SpillerAnd r. Chavez European Journal of Microbiology and Immunology 2 (2012) 2, pp. 103-111

12



