MEPOZX 15: Awatapay&g Tov avooomonTIKou OUOTHATOC,
OAEYLOVWOELC Kal pELATONOYIKEC dlaTapayég

TMHMA 1

Elcaywyn
0TO AVOCOTOINTIKO GUCTHA

Barton F. Haynes, Kelly A. Soderberg,
Anthony S. Fauci
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Mpokertat yia éva Pn@rako kepdlato. Maribetar 6to DVD mov guvodeiet avto 1o
Biphio.

OPIZMOI

o Emixtyto (e181x0) avooomomnTiké oUOTHUX — TO TLO TpdoPaTa efe-
Ao ovotnua avocoloydv anokpicewv mov StapecolaPeitat
and ta T kaw B Aeppokdtrapa. Ot avoooloyikég anokpioelg HEow
ATV TV KVTTApwY Pacifovtal oTnv avayvaplon eldikwy avTyd-
VOV amd KAwVOTLTIKOVG LTTOSOXEIG oL ekPpalovTal amd yovidia
Ta omola avadiatdooovTat katd T Sidpkela TG avantudng kat
ka®’ OAn 1 Stapketa TG {wrg Tov opyaviopov. Emmiéov kuttapa
TIOV GUUHETEXOVY OTNV eMIKTNTH avooia mepthapBavovtar kat Sid-
(OpOL TUTIOL AVTIYOVOTIAPOVCLACTIKWY KUTTAPWY.

o Avniowpata - popla ta omoia mapdyovrtal and B xkdtTapa kat
Kwdikomotovvtat and yovidia mov avadiataoccovtat katd T Sidp-
Keta TG avamtudng twv B kuttdpwv kat anotelodvtat and Papiég
Kat eEha@pég alvoideg avoooo@alptviv mov padi oxnuatiCovy v
KevTplki} vtopovada tov vodoxéa Twv B KuTTdpwV ylo Ta avtt-
yova. Ta avtioopata pmopei va eppavifovral eni tng em@avelag
TV B KUTTApWV WG HOPLAL avayvwpLonG AVILYOVWYV 1] WG EKKPLVO-
peva popla 0To MAGOHa kat 0e AN CwHATIKE VYPA.

To peiov oOpmAeypa
IoTooupfarotnrag
Gerald T. Nepom
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Npokettat yia éva Yn@iako kegdhato. Aatibetar 6o DVD mov cuvodever auto To
BiBio.

TO LYMMAETMA HLA KAI TA IPOIONTA TOY

To peiCov ovumieypa totoovpPatdtntag (major histocompatibility
complex, MHC) tov avBpwmov, mov cuviBwg amokaleitat cbumieypa
avBpwmvwy Aevkokvttapikwv avttyovewy (human leukocyte antigen,
HLA), exgpdletar and meproxr) 4 Mb oto xpwpdcwpa 6 (6p21.3)
oty omoia £€Xovv ovykevTpwOel pe peydAn TukvoTTa Tt EkPpalod-
peva yovidia. Ta yovidia tng meptoxng avtiig mov €xovv pehetndel
kaAvTepa eivan ta yovidia HLA té€ng I kot taéng 11, ta tpoidvta twv
omnoiwv Stadpapatifovv kaboplotikd polo TOG0 0TV AVOCONOYIKY
egetdikevon Kal 0TV LGTOCVUPATOHTNTA TWV HOTXEVUATWY OGO Kal
oty mpodiabeon yla TNV EUPAVION OPIOUEVWY AVTOAVOOWY VOOT)-
pdtwv. IToANd éAAa yovidia Tng HLA meploxnig eivat emiong ovotwdn
yia TNV £UQUTI Kat avTLyovo-eldiki AELTovpyia TOV AVOCOTOTIKOD

TO ANOXOMOIHTIKO ZYZTHMA XTHN YTEIA KAI XTH NOZO

ovotipatog. H meploxy HLA mapovotaletat cuvinpnuévn petagd
TV AAAWV ONAACTIKOY WG TPOG TNV 0PYAVWOT| TOV YOVISLWUATOG, T
yovidtakr aAAnlovyia, kabwg kat wg mpog T dopn kat TN Aettovpyia
TV TPWTEIVWV.

Npwronabsic avosoavemapkeleg
Alain Fischer
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H avooia eivat ELuTn 6TOV 0pYAVIOUO Kat ATTOTENEL ONUAVTIKO Epya-
Aeio otn payn emPiwong Evavtt Twv Taboyovwv UKpoopyaviopmy.
To avocomonTiko chotnpa Tov avlpimov propei va Staxwplotei oe
Svo kbpla cvoTaATIKA: TO £yYeVEG (EUPUTO) Kat TO eldLko (emikTnTO)
avooomonTikd ovotnua (Kegalato 372¢). H guowki avooia mupo-
Sotei tayeieg @heypovwdelg avtidpaoelg 6tav avayvwpioet (oTny
ETUPAVELA 1) OTO ECWTEPIKO TWV KVTTAPWY) HoOpLa ToL ekpalovral
amo TOVG UIKPOOPYAVIoHOUG N Hopta mov amehevbepwvovtal and
npooPallopeva kKUTTApA Kat Spovv wg «onpata Kivdhvovr. AvTég
ot alMnhemidpaoeig vrodoyxéa/mpoodénarog mTupodoToVV O HATA TTOV
Teltkd odnyovv 0T QAeypovr). XXeSOV ONeG OL KUTTAPLKES YPAUUES
(ko 0L HOVO T KUTTAPA TOV AVOCOTIONTIKOD OVOTNHATOG) CUUHETE-
XOVV OTIG EYYEVEIG AVOTOATIOKPICELG EVTOVTOLG, Ta VENOELST) KOTTAPA
(OnAadn ovdeTepd@ila Kal TA LAKPOPAYA) ACKODY OTHAVTIKOTEPO
POLO AOYW TNG PAYOKVTTAPLKNG TOVG LkavoTnTag. To e1d1kd avoosomot-
NTKO cOOTNHA Spat HETW KAWVLIKIG VALY VWPLONG TWV aVTLYOVWY, IOV
akolovBeital and tn onpavtiky addnon Twv avtyovo-aviidpoviwy
KUTTAPWYV Kal TNV EMAYWYH £VOG avooodpacTikoD TPOYpPAUHATOG.
Ta meploodTepa Spaotika kvTTapa meBaivovv ovvropa, evid Ta
KOTTapa uvhpng Statnpovvrtat. Molovott téco ta T 6o kat ta B
AepokdTTapa avayvwpilovy SlagopeTikég X kég Sopés kat ackodv
StaopeTikég e181kég avoooanokpioels, Ta Tehevtaia Paocilovtal ot
peydho Babud amd ta mpdTa yia va Snovpynoovy Hakpopia YUK
avooia. Ot el81kég amoKpioelg XPTOLHOTOLODV GTOLXEIA TNG EUPVTNG
avooiag: yta mapdSetyla, oL avTLYOVOTIAPOVCLACTIKEG (KAVOTNTEG
TV SevOpITIKWV KVTTApWY BonBovv aTov KabopLopo Tov THTOV TNG
avocoanokplong. Onwg eival uatkod, oL avocoamokpioelg eEAEyxovTat
and pio oelpd pLOWOTIKOV UNXAVIOUDY.

Exatovtadeg mpoidovTa YoVISIaKnG EKPpaacng EXOVV XapaKTnpLoTel
WG ekTENEOTEG 1) SlapecolaPnTéG TOV AVOOOTONTIKOD GLUOTAUATOG
(Kegalato 372¢). Otav 1) ékgpaon 1 n Aettovpyia evog € avtoy tov
TPOIOVTWYV TTAPOVOLATEL YEVETIK avwpahia (Vo TNy mpoimobeon ot
n Aettovpyia eivat faoikn), eppaviletal npwtonabng avocoavendp-
keta (primary immunodeficiency, PID).

O PID eivat yeveTikég voool ov akohovBovv pevSehikr), katd KOpLo
A6yo, KAnpovopkoTnTa. MéxpL Twpa £X0VV TEPLYPaQEl TEPLOGOTEPEG
and 250 mabnoels, evw €xovy kataypagel emPrapPeic petalagels oe
nepimov 210 yovidia. O cuvolikdg emmolacpdg twv PID otig Stapopeg
XDPeG ekTIpaTaL 6T givan 5 avd 100.000 dtopa- tap” OAa avTd Adyw TG
Svokoliag Stdyvwong avTwv Twv omdviwy kat ovvletwy nadioewv, o
eTUTOAAONOG AoV éxet vtoTiunOei. Ot PID pumopovv va ennpedoovv
OAeg TIg BavEG EKONADOELG TWV AVOTOATIOKPITEWY, ATIO TIG PUOLKEG
¢wg TIG emikTnTEG, TNV KLTTAPIKY Stagopomoinon kat Tn SpacTikn
Aettovpyia kat pvBuion. 'a Adyovg cagrivetag, ot PID tafivopovvrat
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LLTLCYEY 2l TAZINOMHZH TON MPOTOMAGQN ANOZOANEMAPKEIQN

AVETTAPKELEG TOU (PUGIKOU AVOCOTOINTIKOU GUGTHHATOG

AIATNQXH TAN NPQTOMAGQN ANOZOANENAPKEIQN

To mio ovxvo ovpntwpa Tov odnyel otn Stayvwon g

OayokuTTapa:
- Mewpévn mapaywyn): Bapid ocuyyevrig ovdetepomevia (SCN)
- Aomnvia

- Mewpévn mpookOANoN: avemdpkela TPOoKOANoNG AeukokuTttdpwy (LAD)

- Mewpévn kavotnta Bavatwong: Xpovia KoKKIwHatwdng vooog (CGD)

YnoSoxei¢ eyyeVeig avoaoiag Kat HETAYwWYT) OHATOG:
- Edattwpata otn onpatodotnon péow tTwv umodoxéwv tumou Toll
— KAnpovopikn emppéneia o€ pukoPaktnptdiakn véco

AVETAPKEIEG TOU CUUTTANPWHATOG:
- KAaoikr, evaAaKTIKR 080G Kal 080G AeKTivng
- AuTiki @don

AVETAPKELEG TOU ETKTNTOU AVOCOMOINTIKOU GUCTIHATOG

PID eivat ot viotpomid{ovoeg 1} ot acvvibiota Papiég
Aowwéetg. Onwg mpoavagépbnke, ot voTpomidlovoeg
aAAepytiég N avTodvooeg ekdnAwoelg Hmopobv emiong va
npoetdonotioovy Tov tatpo ya mbavr Siayvwon PID.
e aUTéG TIG MTEPIMTWOELG, TIpETel va An@Oei Aemtouepég
ATOIKO KAl OLKOYEVELAKO LATPLKO LOTOPLKO TOL aoBevoG.
Eivatr vyiotng onpaociag n ovAAoyn 660 to Svvatov
TMEPLOGOTEPWY  LATPIKAOV TANPOPOPLAOV Kl APKETWV
TPOYOVIKWV YeVEWV. ExTOG and tnv mpogavn eotiacn
oTa KOpla OUUTTOHATA, 1 KAVIKY e§étaon mpémet va
eKTIUNOEL TO HEYEDOG TWV AEPPIKOV OPYAVWOY Kal, €AV
Xpetaotel, va avalntioet xapaktnplotikés ekdnAwoelg
oplopévwy obvBeTwv oLVSpouwV mov eviéxeTal va

« T Aepgokuttapa:
- Mewpévn avamtuén
uvépopo DiGeorge

- Mewpévn empiwon, SUVOUAOUEVEG OVOOOAVETTAPKELEG

HeTavaoTeuon, Aettoupyia
Avendpkela DOCK8
Avemdpkela CD40 mpoadépatog
ZUvépopo Wiskott-Aldrich

Ata&ia-tnAayyetektacia kat AANEG Slatapayxég oTnv

emdlopObwon Tou DNA
« B A\epgokuttapa:
- Mewpévn avamtuén XL kat AR ayappac@aipivapia
- Mewpévn Aertoupyia YOvépopo unep-IlgM
Kown moikiAn avocoavendpketa (CVID)
Avemdpkela IgA

Aatapayég 6Toug pUOUICTIKOUG HNXAVICHOUG

Bapiég ouvduaopéveg avoooavemdpkeleg (SCID)

YUv&popo umep-IgE (QUTOOWUATIKO EMKPATEC)

oxetiovrtat pe PID.

H Swievépyeia epyaotnplakadv efetaoewv mpémet va
kaBodnyeitat oe kamolov Pabuo amod Ta kKALvikd evprpata.
Ot dopwetg Tng avamvevotikiig 0dov (Ppodyxot, mapappi-
VIOL KOATIOL) WG 7Tl TO TTAEIOTOV LTTOSNAWVOLV AVETAPKT
amoKpLOT TV avTIowpdtwy. Tevikd, ot SnOnTikég Paktn-
plakég Aopwéelg pmopei va mpoéAfouvv and avemdpketeg
TOV GUUTANPOHATOG, EAATTWHATIKT] ONUatodoTnon TV
EYYEVDV AVOCOATIOKPIoEWY, aoTAnvia, 1 anod ateleig
anokpioelg Twv avtiowpdtwy. loyeveig Aopwéelg, vmotpo-
mdfovoa kavtivtiaon kat ot evkaptakég Aotpgelg eivat
yevikd evdeifetg Statapaywv g T kvutTapkng avoasiag.
Ot deppatikés Aopwéelg kat ta ev tw Pabet amootn-
pata vIodEKVVOVY TPWTIOTWS AVWHAAIEG THG PUOLKNG
avooiag (mX. XpOvia KOKKIwHatwdng vooog)- pmopel
OLWG VOl EUPAVIOTOVY KAl OTO AUTOCWHATIKO ETKPATEG
vrep-IgE ovvdpopio. Xtov Ilivaka 374-2 cuvoyiovtat ot
o ovvnOopéveg epyaotnplakés egetdoetg yia Tig PID.

« Quoikn avooia
evOIaPEPOVTOC AUTOV TOU KEPANAiOU)

YoBapry KoAitida

« EmiktnTn avooia

YUvdpopo auvtodvoong Aeppoimepmiaaiag (ALPS)

AutopAeypovwdeg ouvdpopo (Sev eumintel oo medio

AtdogpayokuTttapikr AepgoioTtiokuttdpwon (HLH)

3TN ouvéyela, ya TNV optoTikn Stayvwon, yivovtal mo
eEeldikevpéveg efetaoelg (Kuplwg YeVeTIKEG).

Ot PID mov efetalovrar otn ovvéxela éxovv
opadomnomnBet oOpQwva pe Ta TPooPePAnEva KOTTAPA
Kal TOVG eunmAekopevovg punxaviopovg (Ilivakag 374-1,
Ewova 374-1).

AuTodvoOoEC Kal PAeyHovWwOELG voool (IPEX, APECED)

Zuvropoypagieg: APECED, autodvoon mohuevSokpivordbela kavtivtiaon Kal eEwdeppikr duomacia: AR,
QUTOOWHATIKE UTTOAEOMEVN IPEX, UAOCUVOETN avooomolnTIKr) SUOAEITOLPYIA, TTOAUEVOOKPIVOTIABEID Kal

evieponadela: XL, @UAOCUVEETOC,

ovppwva pe (1) Tov kA4S0 TV AvOGOTONTIKOV GLOTHUATOG TTOV Elval
eAaTTwUaTKOG Kat (2) TOV Unxaviopud Tov eAaTtdpatog (0Tav eivat
YVOoTog). Zopgwva pe avtd, otov Iivaka 374-1 tafvopovvrat ot
mo ovxvég PID- wotoo0, mpémet va onpetwdel 0tL n tafivounon twv
PID peptkég gopég eivat avBaipetn Aoyw aAAnloemikaldyewy kat, o€
OPLOHEVEG TIEPITTWOELG, EANELYNG OTOLYEIWY.

Ot ovvéneieg Twv PID mowidovv o peydho Baduo avaloya pe
AELTOVPYIKOTNTA TWV EAATTWHATIKOVY Hopiwy. AVTO peTagpdletal oe
oA anhd enineda evnabetag yla evkatplakeg Aopdfelg kat Aotpwelg
and 1afoydvoug HKkpoopyaviopovs, 1 omoia kKupaivetar and egatpe-
TIKA gvpeia [0nwg ot Papld ovvdvacuévn avocoavemdpkela (severe
combined immunodeficiency, SCID)] éw¢ avatnpd meploptopévn oe
£vay HOVO KPOOPYAVIOUO [OTIwG 0TV KANPOVOLOVUEVT ETILPPETELR OE
pukoBaxtnprakn Aoipwén (Mendelian susceptibility to mycobacterial
disease, MSMD)]. 'Etot ta onpeia evtomiong twv Aopiéewy kat ot
vrevBuvol pkpoopyavicpol ov Tig mpokalovy Ba Bondncovv tovg
KALVIKOVG tatpovg va mpoPovv otnv cwotr Stdyvwon. Ot PID pmo-
povV emiong va dnpovpyroovy avoconaboloyikég anokpioels, OTwg
n aMepyia (m.x. oto abvdpopo Wiskott-Aldrich), n Aepgpovmepmia-
ola kat 1 avtoavoasia. O ovvdvacpds vrotpomalovcdv AotpwEewy,
@Aeypovng kat avToavoaiog uropei va apatnpndei oe Stagpopeg PID,
Snovpywvtag mpogaveis Bepamevtikég mpokAnoels. TENOG, oplopéveg
PID av&dvouv tov kivéuvo ep@daviong kapkivov, kupiwg —aAAd oxt
ATMOKAELOTIKA— AEUPOKVTTAPIKWY KAPKIVWY, TL.X. AEUPWUATOG.

NMPOTONAOGEIZ ANOZOANENAPKEIEX
TOY OYZIKOY ANOZOMOIHTIKOY LY THMATOZ

Ot PID tov @uoikov avooomolnTikoh OLGTHHATOG elval
OXETIKA OTAVIEG Kal amotelovy To 10% mepimov Tov
ovvolov Twv PID.

BAPIA LYITENHX OYAETEPOMENIA (SCN)
H SCN (severe congenital neutropenia) mepthappavet pia opdda kAn-
POVOULK@V VOOWV TIOv Xapaktnpilovrat and coPapr eAdtTwon Tov
apBpov Twv ovdetepopilwy [<500 TOAVHOpPOTHPN VA AEVKOKDTTAPA
(PMN) ava pL aipatog]. H maBnon ovvnBwg ekdnidvetar and
yévvnon. H SCN pmopei emiong va eivat kukAikn (pe meplodikotnta
3 efSopadwv), evw aAa ovvdpopa ovdeTepoTeviag umopei emiong va
eivat Stadeimovra. MoAovOTL 0 GLXVOTEPOG TOTIOG KANPOVOUIKOTNTAG
TNG VOOOUL eival 0 AVTOOWHATIKOG EMKPATNG, VTIAPYXOLV EMONG KAl
AVTOOWHATIKEG VTTOAELTTOpEVEG KAl QUAOOVVOETEG DTIONEITOUEVEG
nepmtoetg. Ot Paktnplakés Aolpmdelg mov ogeilovtal otnv enagn
Tov owpatog pe to e§wteptkd mepPdilov (. oToéMIA, TpadpaTa
Kat avanvevoTikny 086¢g) eivat ovvnBelg ekdnhwoetg. Ot Aotpwéerg
autég pmopovv va ekelixBodv ypiyopa péow twv palakwv popiwv
o1ov akolovBei Staomopd Tovg 0Ty Kukhogopia Tov aipatog. Eivau
emiong Suvatov va eugavicovv Baptég omhayyvikég poknTidoelg. H
anovoia TOOV €ival TO XApaKTNPLOTIKO OTOLXEI0 AVTHG TG Tabnong.
H Sidyvwon g SCN anattei tnv e€étaon Tov puedod Twv 00TOV.
Ot mteprocotepeg SCN oxetifovtal fle avaoTor TNG KOKKLOTOINONG
oto otadio Tov mpopvelokvtTapov (Ekova 374-1). H SCN éxel moX-
AamAég artioloyieg kat péxpl onpepa £Xovv avayvwplotei petarldéelg
oe 11 Stagopetikd yovidia. OL eplocdTepes amd avTEG TIG HETAANG-



01 IYNHOEZTEPEX AIATNQETIKEZ EZETAZEIZ [IA THN PQTONAGH ANOZOANENAPKEIA (PID) 2449
E€étaon Evpnupa No6oog PID
« ApIBUOG Kal HOP@OAOYIa KUTTAPWY TOU aipatog  AplOUOG oudeTEPOPIAWV® JZoBapn ouyyevic oudetepomevia, 11LAD
Ap1BUOG Aep@OKUTTAPWV® ID T kuttdpwv
Hwotwvoghia WAS, unep-IgE cuvépopo

« AkTivoypagia Bwpaka

« AKTIvoypagia 0oTwv
- Eminmeda avocoo@aipivwv opov

« QavéTumog AEPPOKUTTAPWY

« MéBodo¢ pBopiopol Siwdpopodapivng (DYR)
MéBodoc¢ vitpokuavé tou teTpalohiou (NBT)

-« CH50, AP50

« Yrepnyoypaenua Kotiog

Twpdtia Howell-Jolly

SKIA 010 Bupo adéva

MAgupoxovdpikn cuvdpBpwon

AKPO HETAPUOEWV

19G, IgA, IgM

IgE

Ap1BuoG T, B AeppokuTTapwy

Mapaywyn amd ta PMN &paotikwv pi{wv o§uydvou

KAaotKr Kal eVOANAKTIKE) 080G TOU CUUTTANPWHATOG
MéyeBo¢ Tou omArva

AomAnvia

SCID, ouvépopo DiGeorge

AVemdpKela amapivaong tTng adevoaivng
Yrom\aoia XOvOpwv-TpIxwv

ID B kuttdpwv

Yniep-IgE ouvSpopo, WAS, ID T Kuttdpwv
ID T kuTtdpwy, ayappac@alpvaipia
Xpovia KOKKIwUatwdng voéoog

AVETTEPKELEG TOU CUUTTANPWHATOG
AomAnvia

01 PUOIONOYIKEG TIEC TTOIKINAOULV HE TNV NAIKIA (Y. Ta AeppoKUTTapa elval petagy 3.000 kat 9.000/ul aipatog katw amd Tnv NAIKIa Twv 3 €TV Kat petagy 1.500 kat 2.500/ul otoug ==
evnAikouq). m
_ =4
Juvropoypagieg: D, avocoavendpkela: LAD, avemapKrg mpookOMNon Aeukokuttdpwy- PMN, moAupopeomupnva: SCID, Bapid cuvduacpévn avoooavendpkela- WAS, ouvdpopo Wiskott- i =1
Aldrich. =
=
o
Eeig mpokalovv pepovopévo SCN, evw dAAeg tpokalody cvvdpopa  AettovpylkdTnTag 0to yovidio WASP (BA. tnv evotnta «Z0vdpopo ¥
(Kegdahaio 80). Ot mio cvuvnbiopéveg popeég SCN eival amotéleopa  Wiskott-Aldrich» mapaxdtw) mpokalei pvAoovvdetn SCN, n omoia :
TOV TPOWPOL KVLTTAPIKOV BavaTov TPOSPOH®Y KOKKIOKLTTAPpWY, — OXeTI(ETAL KAL [E [LOVOKVTTAPOTEVIAL.

onwg ovpPaivet ot avendpketeg Twv GFI1, HAX1 kat ehaotdong Onwg avagépdnke mapandvw, n SCN ekbétel Tov acbevi) o o'
2 (ELANE), pe v televtaio va evBovetat yia to 50% twv macxo-  emkivouves yia tn {wr) Tov, SLaXLTEG PAKTNPLAKES KAl UVKNTIAKEG g
vtwv and SCN. Zvykekpipéveg petalld&elg 0to ELANE mpokalovv  NOLUWEELS, ] AVTILETWTLON TWV OTOIWY analTel LETpa VYLV, diwg |
10 o0VOpopo KuKALKNG ovdetepomeviag. Mia petdAla&n avgnong ota Bpéen. Apyotepa otn (wi, eivar anapaitntn 1 Statipnon g P
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dayokuttdpwon Mapaywyr ROS

EIKONA374-1 Awag@opomoinon Twv ¢ayoKuTTapwy Kal oXeTi{opeveg mpwtomadeiq avocoavenmdpkeleg (PID). Ta apyéyova aiomnoinTi-
kd kuttapa (HSC) diapopormolovvtal o€ Kovd mpoyovika puehoetdr| kuttapa (CMP) kat UoTepa Ge TTPOYOVIKA KOKKIOKUTTAPA-HOVOKUTTAPA
(Hovorupnvwy) (GM-prog.), Ta omoia otn cuvéxela dlapopomolovvtal o oudeTEPOPIAa (MB: puehofAdaoTec Mpopuegho: mpopuehokUTTaPA:
Mueho: puehokuTTapa) i povomupnva (LovoBAAoTEG Kal Tpopovorupnva). Otav evepyomoinBoly, Ta oUSETEQOPINA TTPOCKOAWVTAL OTO
ayyelako evooBrAIo, HETAVAOTEVOUV Kal pAYOKUTTAPWVOUV TOUG 0TOX0UG. Evepyéc pilec ofuydvou (ROS) elodyovtal 0 payoowudTia TTou
TIEPIEXOUV TOUC UIKPOOPYAVIOHOUG. Ta HAKPOo@Aaya TwV I0TWV Bavatwvouv He Tov (010 unxaviopo. Metd tnv evepyonoinor) Toug and tnv
WwTEP@EPOVN Y (Sev Oeiyvetal eOw), Ta Hakpopdya yivovtal ikavd va Bavatovouy evéokuTtapikd maboyodva, m.x. pukoBaktnpidia. Ma Adyoug
amhoroinong dev mapouacidlovtal OAa Ta otddia TnS KUTTapIkng Stagopomoinong. Ot cuvTUACEIC yia TIC PID epgavilovtal evidg mhaiciov ota
avtiotolya otadia Tng 06oU. CGD, xpovia KOKKIWHATWANE vOooc GATA2, LETAYPAPIKOC TTapdywy SakTUAWY Peudapyvpou- LAD, avendpkeia
OTNV TPOCKOAMNCN AEUKOKUTTAPWY: MSMD, KAnpOVOUIK: eMppénela oe pukoBaktnpidlakr vooo- SCN, Bapid ouyyevrc ovdeteporevia- WHIM,
AKPOXO0POWVEC, UTTOYAUUAC@AIPIVAIU{A, AOIMEEIC KAl HUEAOKABDEEN.
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Baktnplakdv Aopvéewv péow mpoulakTiknig xoprynong tpipedo-
npipng/covi@apefofaloing. H vmodopia éveon g kuTtapokivig
G-CSF [granulocyte colony-stimulating factor (mapdywv Siéyepong
TV ATMOKIOV KOKKIOKVTTApwV)] BedTiwvel ouvhBwg Tnv avamntuvln
TV 0VSETEPOPIAWV Kat £TOL ATOTPETEL TIG AOLUMDEELG OTIG TIEPLOTOTE-
peg SCN. Yrmapyxovv opwg 8o meplopiopol: (1) KATOLEG TEPIMTWOELG
SCN pe ELANE petdA\agn eivat avBektikég otn xoprynon G-CSF
Kat pmopel va xpetaotobv Oepameia pe aAloyevi) UETAUOTXEVLON)
apxéyovwv awpomotntikwv kuttdpwv (hematopoietic stem cell
transplantation, HSCT)- xat (2) pta pepida acBevawv mov Aapfavovv
G-CSF kat gépovv tnv ELANE petdAadn Statpéyovv peyaldtepo
kivduvo va avantdfovv ofeio pveloyev Aevyatpia oxetilopevn
(t1g TePLoOOTEPEG POPEG) e owpaTikéG petalld&els av&nong g
AertovpyikoTnTAg TOL Yovidiov mov ek@palet Tov vrodoxéa G-CSF.

AZMAHNIA

H npwtonadng avendpkela avdntvéng tov omAnva eivar pia egat-
PETIKA OTIAVIA VOOOG, IOV gp@aviletal eite wg ahvdpopo (cvvSpopo
Ivemark) eite LefOVWEVT [le AVTOOWUATIKY ETILKPATI] EKQPACT)- GTNHV
TelevTaia mepintwon, tpooeatws Ppébnkav petadldéels oto yovidio
¢ prpocwpatikng npwteivig SA. kabwg amovotddet ) puotkr SuOnon
TV wkpoPfiwv oto aipa, n acmAnvia tpodiabétel Tovg aobeveig oe
Mowpwéelg and ehvtpogopa Paktripia. MohovoTt oL TepLOCOTEPES
Nowwkelg epgavifovtar ota mpwta £t g {wig, vrapxovy Kat
MEPIMTWOELG og evihikovg. H Sidyvwon emPeBatwvetal pe viepnyo-
ypaonua kotkiag kat Tnv mapatipnon cwpatiwv Howell-Jolly ota
epuBpd alpoogaipta. Ta anotedeopatikd TPoPLAaKTIKA pHétpa (800
QopéG TNV Népa meviKIAiv Sta 0TOpaTOG Kat KatdAAnAog epfolt-
aopog) ovvnBwg anotpémovy TV Bavatneopo ¢kPacn tng vooov.

ANENMAPKEIA GATA2

IIpOCPATWG LA AVOTOAVETIAPKELL XAPAKTIPLLOHEVT ATIO LOVOKVT-
tapomevia pali pe avemdpketa ota Sevdpitikd kat Aepgoetdn [B kat
kOTTApa puotkoi goveig (NK)] kbttapa, erovopalopevn kal LoVOKLT-
TapoTevia pe pn eupatiwdels pokofaxtnpidiakég Aopwéelg (mono-
MAQ), neptypdenke wg amoTéleopa piag emkpatods petaAlagng
070 Yovidto GATA2, mov KwdIKOTOLEL £val HETAYPAPLKO TIApdyoVTa
TIOL CUUHETEXEL 0TIV atpoTtoinomn. Avth 1 madnon emiong mpodiabétet
oe Aepgoidnpa, pvelodvomlacia kat ofeia pvekoedn Aevxatpia. Ot
owpwierg (Paktnprakés kat oyeveig) eivan emikivovveg yia t {wn kat
napanépunovy, poli pe Tov kivévvo kakonBetag, oe HSCT.

ANENAPKEIA MPOXKOAAHIHE AEYKOKYTTAPQN (LAD)
H LAD (leukocyte adhesion deficiency) mepthapfdavet tpeig avtoow-
patkég voAetmopeveg kataotaoel (LAD I, IT ko ITT) (Kegdhato 80),
n ovvnBéotepn and tig onoieg (LAD I) mpokakeitat and petadladerg
070 Yovidlo TG P2 tvTeyKpivNG: HETA TNV EVEPYOTIOINOT TWV Agv-
KOKLTTApwYV, N P2 tvteykpivi pecoaPei yia v TpookOAANON 61O
@Aeypaivov evdoBnlio mov ekppdlet ouyyeviy tpoodépata. H LAD
IIT ogpeiletat oe avemdpkela pag puOULoTIKnG TpwTeivg (KIvTAivn,
1 Fermt 3) mov cuuPdaAdet oty evepyomoinon tng cuyyEvelag Tpoo-
Sépatog twv B2 wreykpvaov. H eEapetika ondvia LAD II eivat to
TEA KO AMOTEAEOUA ULOG AVETIAPKELAG OTNV edoAaBodpevn and tTnv
OENEKTIVI KLV TIKOTNTA TWV AEUPOKVTTAPWYV KoL 1 oTola Tponyeital
™G ovvdeong tng P2 wvteykpivng. Ymapyet pia mpwtoyevig PAAPN
OTOV HETAPOPER POVKOING e mOTENESHA T OANYOCAKYAPLTIKA
Tpoodépata TG oeAeKTivG va Aeimovv o avtd To chvdpoyo.
Eneidn) ta ovdetepd@ila aduvatodv va gTAoOVY GTOVG TTpoofe-
BAnuévoug totovg,  LAD kabioté 1o dtopo evalwto oe Paktnpla-
KEG KAl HUKNTLaKEG AOLUWEELG KATA TPOTIO OHOLO [E TOVG TTATXOVTEG
ano Bapid ovyyevi ovdetepomevia (SCN). H LAD mpoxkalei emiong
enBpaduvon g emobAwong Twv Tpavpdtwy Kat kabvotepnuévn
anokoT| Tov oppdAtov Awpov. H Sidyvwon mbavoloyeital and tnv
AoVl TOOV OTIG HOADVOELG TOV SEPUATOC/LOTMV Kat T palIKr viep-
AevkokvTttapwon (>30.000/pL) oto aipa (Kvpiwg KOKKIOKVTTAPWY).
Ot aoBeveig pe LAD III mapovaotalovv emiong atpoppayieg, emetdn
n B2 wreykpivn Tov aponetaliov dev eivar Aettovpyikn. H xprion
avoco@boplopod kat ot Aettovpyikég SOKIHAGIEG Yia TNV avixvevon

B2 wvreykpivng BonBovv otn Stayvwon. Ot Bapiég popeég LAD pmopei
va xpetaotody HSCT, polovott topa efetaletar kat ) Suvvaromyrta
yovidiakr|g Oepaneiag. H etdikn yia ta ovdetepo@ila avendpketa Twv
Kokkiwv (pta ToAd onavia ndbnon mov mpokakeitat and peTaAladn
010 yovidio mov kwdikomolel Tov petaypa@ikd mapayovra C/EBPa)
odnyel og pa KATAOTAOT OV KALVIKA glvat dpota pe tn LAD.

XPONIA KOKKIOMATQAHE NOZOX (CGD)

H CGD (chronic granulomatous disease) xapaktnpiletatr and
HELWUEVN LKAVOTNTA TWV OVSETEPOPIAWY KAl TWV HAKPOPAYWYV Yia
eayokvtTapikl Bavitwon twv pikpoopyavicuwv (Kepdalato 80).
H epgavior) tng eivar epimov 1 avd 200.000 {dvta veoyva. To 70%
TEPITIOV TWV TEPIMTWOEWY OPEINOVTAL OE PUAOGVVSETN VTTOAELTTOpEVT
KANPOVOULKOTNTA EVAVTL TNG AVTOOWUATIKAG KANPOVOUIKOTNTAG OTO
vrolotro 30%. H CGD mpokalei ev Tw Pabet faktnprakd Kat pokn-
TLAKG AMOCTAHATA G Opyava TAOVOLA OE HAKPOPAYQ, T.X. Aeppadé-
VEG, NTap Kat tvevpoveg. Ot votpomialovoeg Sepuatikég Aotpwéerg
(m.x. Bvlakitida) eival ovxvEG Kal PHTOPOVY v OCLVTEAEGOVV OTNV
npatun Stdyvwon ptag CGD. Ot Motpwdelg mapdyovreg eivat Katd
kavova Paktipta Oetikd yia katahéaon (m.x. Staphylococcus aureus
Kat Serratia marcescens), aA\& kat Burkholderia cepacia, maBoyova
pokoPaktnpidia (o€ oplopéveg TEPLOXEG TOV KOOHOV), Kal HOKNTEG
(kvpiwg vnuatoeldeic evpwTOUOKNTEG, OTIWG O Aspergillus).

H CGD npokaleitat amod TNV EAATTOUATIKT TAPAYWYH EVEPYWV
pl@wv ofvydvou (reactive oxygen species, ROS) otn pepfpévn tov
PAYOAVCOOWHATIOV HETA TN YAYOKVTTAPWOT TWV UIKPOOPYAVIOUWY.
AvTo eival anotéeopa TnG EAAelyng evog ovotatikob g NADPH
o&e1daong (gp91phox 1 p22phox) 1§ TWV CXETIKWOV TPOCAPUOTTIKWOV/
evepyonontwv mpwteivwy (p47phox, p67phox 1 p40phox) mov
HeTOAAPOVY yLa TN HETAPOPE NAEKTPOVIWY OTO GAYOAVTOCWHATIO
npokelpévoy va mapaxBovv ROS katd tnv alAnlenidpaon pe o&v-
yovo. Yo kavovikég ovvOiikeg, ot ev Aoyw ROS eite Bavatwvovv
anevbelag TOVG PAYOKVTTAPWHEVOVG ULKPOOPYAVIOUOVG €iTe emL-
Tpémovv v avgnon tov pH ota enineda mov anattovvTal yia TNV
EVEPYOTIOINOT TWV TPWTEATWV TOV PAYOCWHATIOV TOV GLUPAAAOVY
ot Bavatwon Twv pkpoPiwv. H Sidyvwon e CGD Paciletat oe
TeXVIKEG vTodoylopol TG mapaywyng ROS oe ovdetepdila kat
povonvpnva (IMivakag 374-2). Onwg vodnAwvet Kat n ovopacia
™G, n CGD givat kat KOKKIwHaTwdng vooos. Makpogdya TAovata
08 KOKKLOUATA UTOPOVV GLXVA Vo OXNHATIOTODV OTO fmap, 0TOV
om\nva kat oe GAa opyava. IIpokettatr ylo oTeipa KOKKLWHATA
7oL propovy va anofovv ntaboyodva Aoyw andgpagng (ovpoddxov
KVOTNG, TUVAWPOL K.ATL) 1) pAeypovig (koAitida, TEPLOPIOTIKN TIVE-
HOVIKT} VOOOG).

H avrupetonion tov dopigewv otovg naoxovteg and CGD dev
eivat am\n vobeon. Z1ig Paktnplakés Aopawdels Baoiletal o ovv-
Svaopd avtiflotikdy mov pmopovy va Sielodvoovy ota kOTTAPA,
EVW OTIG HVKNTIAOELG amatTeiTal emOETIKN, Kal pakpoxpovia xpron
avtipvuknTiaotkdv. Ot greypovwdels/kokkiwpatwdels PAaPeg eivat
ovviiBwg evaioBnteg ota otepoetdn), oaAAd Ta YAUKOKOPTIKOELST|
ovxvd ovpPdIlovv otn Staomopd Twv AotpdEewy. Zvvendg vdpyet
emelyovoa avdaykn yla véeg OepamevTikég emAOYEG yia pia VOGO IOV
Sev eival MApw¢ Katavonty.

H avtipetonion g CGD Paciletar oe peydho Pabud otnv
TpOANYN Twv AotpuwEewv. AmodeixBnke OTL N TPOQUAAKTIKY Xprion)
tppeBompipng/covigapebofaloing eivar kaAdg avektn kat TOAD
QATMOTENECUATIKY] OTNYV EAATTWON TOL KvdOVOv amod Paktnplakég
Mowpwgets. H xaBnuepiviy xoprynon napaydywv twv aloov (eidika
(TpakovafoAng) eAaTTtvel emiong T oVXVOTNTA TWV HUKNTIHKOV
emmlokwv. ATo pakpov éxel Statvmwdei n dmoyn o611  xopriynon
LVTEPPEPOVIG Y ELVaL XPTOLUN, AV KAL EUTIELPOYVWHOVES LATPOL CUVE-
XiCovv va éxovv avtibetn yvaoun. Ot acBeveic umopel va wpeAndodv
APKETA ATIO TNV TPOPUAAKTIKI| KAl TPOCEKTIKI| AVTLHETWTILOT. AANoL
opwg aoBeveig epgavifovy coPapég kat eppévovoeg LUKNTIAOELG 1)/
Kal Xpovieg @Aeypovwdelg emmAokég, mov TeAkd dnpovpyody tnv
avaykn yia HSCT, n onoia eivar pua kabiepopévn tapatikn mpooéy-
yon otnv CGD. ITavtwg mpénel va extiunOel pe mpoooxr n oxéon
KtvdOvov mpog dgelog oe kdbe acbevy Eexwprotd. Ot yovidiakég
Bepaneieg a§loloyovvral emiong.



KAHPONOMIKH ENIPPEMEIA LE MYKOBAKTHPIAIAKH NOZO (MSMD)

Ot MSMD (Mendelian susceptibility to mycobacterial disease) eivat
opada voowv mov xapaktnpilovrat and avemdpkela otov d§ova
wvtephevkivig-12 (IL-12)-wvteppepovng-y (IFN-y) [ovpumephappa-
vovtat ot avendpketeg IL-12p40, vmodoyxéag tng IL-12 (R) 1, IFN-y
R, xat R, STATI, IRF8 kat ISG515), to omoio Tehikd meplopilel
mv efaptopevn and t IEN-y evepyomoinon twv HAKpOPAywV.
H xAnpovoptkdtnta eival 1000 €MKPATHG OGO Kl VTTOAELTOUEVT.
To Siaitepo xapaktnptotikd avtig g PID eival pia etdikr kat
TEPLOPLOUEVOL eVPOVG evTtabeta oe pukoPaktnpidia, eupATIOSN Kat
un. O 1o coPapog gatvotvmog (oTnv TANRPN EAewyn vodoxéa TG
IFN-y) xapaktnpifetat and Siéxvtn Aoipwén mov pnopei va anofel
Oavaoiun akoun kat peta Tn Xoprynon emetikng kat KataAAnAng
avtipvkoPaktnpidiakng Bepamneiag. EkTog and pukofaktnpidiakég
Notpwéets, ot aoBeveig pe MSMD (e1dika avtoi pe avendpketa IL-12/
IL-12 R) eivat emppeneic otig hotpwielg and Salmonella. MohovoTi ot
MSMD eivat oAV omavies, mpémet va Bewpobdvrat mbavég oe acle-
veig pe eppévovoa pokoPaktnpidiaxn Aoipwén. H xopriynon IFN-y
unopei va Oepanevoel anoteAeopatikd Ty avendapketa IL-12/IL-12R.

ANEMAPKEIEE THE 0AOY TQN YMOAOXEQN TYMOY TOLL (TLR)
Se optopévn opdda acBevav pe mpwwun évapn g vooov, dietodv-
TkéG hotpwéetg and Streptococcus pneumoniae 1 (Ayotepo ouXVA)
Staphylococcus aureus 1| &AAeg TVOYOVEG AOLUWDEELS, oL oLV OeLg e§eTd-
oeig yta PID Sev mpoadiopifouy To aitio g avendpkelag otny dpovva
tov Eevioth. Exet kabBiepwBei n dmoyn o1t avtoi ot acBeveig pépovv
VTTOAETOEVEG HeTAANGEELS OE YOVISLA IOV KWSIKOTIOLOVY ONUAVTIKA
popta-npooappootés (IRAK4 kot MYD88), Ta omoia cuppetéxovv
0TI ONUATOS0TIKEG 080G TNG TMAELOVOTNTAG TWV VTTOSOXéWV TOUTTOV
Toll (Toll-like receptors, TLR) (Kegalato 372e). Eivaw afloonuei-
070 OTL 1 evmdBeta 0TIG Aotpwelg Qaivetal vo ENATTOVETAL HETA
Ta pwta étn ™G {wng - iowg pa évdelEn ot N emikTnT avooia
(agotov mupodotnBel amd wa apyikn pikpoPlakn TpokAnon) eivat
¢KTOTE KAV Vo eunodioet TG VTOTPOTILALOVOEG AotUWEELG.
Optopévot TLR (TLR-3, -7, -8 kat -9) GUHUETEXOVY TNV AVAYVW®-
pton RNA kat DNA kat ovvBwg ovledyvuvtal katd 0 Sdpketa
toyevav Aotpwewv. ITolv eldikn evnabela otnv eykepalitida ano
TOV 10 TOV amAo¥ €pTNTOG éxel Meptypael oe aoBeveic pe avemapkela
Tov Unc93b (evog mpwTteivikod popiov mov ovvdéetat pe tovg TLR-3,
-7, -8 Kal -9 yla T OWOTH HETAKIVIOT TOVG EVTOG TOV KVTTAPOV),
tov TLR-3, 1} twv oxetikwv onpatodotikwv popiwv TRIF, TBK1
kat TRAF3, pe anotéleopa tn pn guotohoytkn napaywyn g IFN
tonov I. To yeyovog Ot Sev éxouv avagepOel dAeg avemdpkeleg o
dAovg TLRs —-mapd tnv ektetapévn Stepevvnon acbevav pe ave-
Enynteg, votpomdfovoeg hotpwéelg— odnyei ato ovumEpacpa Ot
avtoi ot vtodoyeig eival Aettovpytkd vrepdptOpol. Ot e peTal-
Ada€eg (hypomorphic mutations) oe NEMO/IKK-y (éva pélog tov
ovpumAéypatog NF-kB mov evepyonoteitat petd tovg vtodoxeig TLR)
SnpovpyodV pia ToAveHVOETN, TOIKIAN AvoooaVETAPKELX KAl UEPIKA
OXeTIOPEVA XAPAKTNPLOTIKA. X AUTHV TN CUYKEKPLUEVT) KATAOTAOT]
umopei va tapatnpndei emppénela oe Stetodutikég Toyoveg hotpwtelg
Kal og pokoBaktnpidia.

ANEMAPKEIA TOY ZYMNAHPQMATOX

To obvoTNUA TOL CVUMANPWHATOG amapTifeTar and ua cdvhetn
oetlpd mpwTeivdy Tov mMAdopatog (Kegdlaio 372e) mov odnyei otnv
andbeon Bpavopdtwv C3b otnv emg@dvela cwpatdioy kat 6Tov
OXNHATIONO AVOCOCVUTAEYUATWY TIOV [ITTOPOVV VA EVEPYOTIOL|GOVY
TO AVTIKO oOumAeypa oty em@aveta Twv Baktnpiwv. H anotkodo-
unon tov C3 unopei va emtevyBei péow TpLOV 08WV: TNG KAAGIKNG,
™G evaAhakTIknG Kat TG 0dov g Aextivng. To C3b emkalvmret
owpatidia 0To MAaiolo TNG OYWVIVOTIOINONG TOL SlevKOADVEL TN
QAYOKLTTAPWOT HETA Tr oVVOEDT e GLYYeVeiG VToSoxeic. Avemdap-
Keta omolovdnmote guotatikov g khaotkng odov (Clg, Clr, Cls,
C4 xat C2) pmopei va mpodiabéaet Tovg opyaviopods oe Paktnplakég
Notpw&etg StetaduTikég 0TOVG LOTOVE 1) 0€ AOLUMDEELS TNG AVATTVEVOTL-
kNG 0d0v. Opoiwg, n avendapketa tov C3 1 Tov mapdayovra 1 (piog
pwTEivNG mov puBuilel TV katavalwon Tov C3 kat n anovaia TG
odnyei oe avendpketa tov C3) éxet To ido anotédeopa. [Ipooed-

TG avagépOnke OTL {a TOAD oTavia avemapkela NG QLkolivng-3 2451

npodiabétel Ta dtopa o Paktnplakés Aopdelg. Avemdpkela g
evallakTikig 0dob (mapdyovteg D kat mpomepdivn) ovoxetiCovtat
pe v epgdvion Setodutikdy AotuwEewv and Neisseria.

TéNog, N avemdpkela omOLOVONTOTE GLOTATIKOD TOV GUUTAN-
pPWHATOG TTOL eumAékeTal otn AvTik) @aon (C5, C6, C7, C8 xat,
oe kpoTepn éktaot, C9) mpodiabétel Ta dTOHA 08 CLOTNUATIKEG
Nowpwéetg and Neisseria. Avto egnyeital and tov kaipto polo tov
OVUTANPWHATOG 6T ADOT TOV TTAXE0G KUTTAPLKOD TOLXWUATOG AVTHG
™mg tééng Paktnpiov.

H Sudyvwon tng avemdpkelag Tov GUPTANpwpatos Paciletal
TPWTIOTWG OTOV €AEYXO TNG AELTOVPYIKOTNTAG TNG KAAGIKNG Kol
™G evaAlakTikng 080V péow Aettovpykwv doktpaotdv, dnladn
twv CH50 kat AP50, avtiotoixws. Otav 1 pia and avtég tig 0800g
napovotalet Statapaxr, 0 kaBoplopog TG KATAOTAONG TWV OXETIKWV
popiwv tng odov emitpénel TNV akpPr Stayvwon. H anoteleopatikn
TPOANYN Twv vrrotpomalovowy AotpwEewy emttuyxdvetal pe gpfo-
Ataopovg kat kadnueptvr xopriynon mevikiANivng and Tov 6TOHATOG.
Ailer va avagepBei OTL oL avemdpKeLeg apKETWV OVOTATIKOY (0TNV
KAaotkn 086 kat 0T AvTIkn @don) umopei emiong va mpodiadécovv
oe avtodvooa voonpata (18iwg oTov ovoTNHATIKO epvONpaTOSN
Aoko- Kegdhaio 378).

NMPATONAOGEIZ ANOZOANEMAPKEIEX
TOY ENIKTHTOY ANOZOMOIHTIKOY ZYZTHMATOX

ANEMAPKEIEZ TON T-AEMOOKYTTAPQN (MINAKAEL 374-1, EIKONEX 374-2 KAI
374-3)

Aoyw Tov TPWTELOVTOG POAOL TWV T AEUPOKVTTAPWY OTIG EMKTNTEG
avoooarnokpioelg (Kegalato 372e), ot PID mov ogeilovtal ota T
KUTTApa yevikd mapovatalovy coPapég mabBoloyikés ouvéneleg avtd
efnyel TNV Kakn CLVOAIKT TPOYVWON KAl TNV AVAYKN Yo EyKatpn
Stdyvwon kat mapépPaon pe TNy KatdAnAn Oepamneia. Exovv mept-
ypagel apketég odot Stapopomoinong Twv Spactikdv T kuttdpwy,
OTIOV lial 1) TEPLOCOTEPEG UTOPEL VA EMNPEACTOVV ATO Uiat CLYKEKPL-
pévn PID (Ewova 374-2). Ta Buhakikd fondntikd CD4+ T kdttapa
ota PAaoTikd KEVTPa elvat avaykaia yia Ty e§aptdpevn and avta
TAPAYWYN AVTIOWHATWY, KaBWDG Kat ylo TV Tapaywyr VWnAng ovy-
YEVELAG AVTICWHATWV [E HETATTWON TNG TAENG Twv Ig. Ta CD4+ T 1
KUTTAPA, PECW KUTTApOKIVDY (Kupiwg IFN-y), fonbovv ta pakpo-
@aya otnv evdokvTTdpla Bavdtwon SLaPopwv UKPOOPYAVIOUDV,
petagh Twv omoiwv pvkoPartnpidia kat Salmonella. Ta CD4+ T2
KVTTapa ekkpivovv IL-4, IL-5 kat IL-13 kat €101 TpooeAkbovY Kat
EVEPYOTIOLODY TA NWOLVOPIAa Kat Tat AAA KOTTapa OV amattovvTat
yla TV katamoAéunon Tev eApvlidoewy. Ta CD4+ T 17 kbttapa
ekkpivouy Tig IL-17 kat IL-22 KUTTApOKiVEG TTOL TTPOGEAKDOLY Tt
ovdeTepOPIAa 0TO SEpa Kat GTOVG TVEDIOVEG Yia Vo SpAoovy EvavTl
Tov Paktnplakdyv Kat pokntiakodv Aotpwgewv. Ta kuttapotofikd
CD8+ T xbttapa pmopovv va Bavatdoovv polvopéva kotTapa,
8iwg anod ovg. Emmhéov, oplopéveg avendpketeg Twv T KLTTAPWY
npodiaféTovy o vevpovikég hopdelg and Prneumocystis jiroveci
ota TpWwTa TN TG {wng kaL apydTtepa oe xpovieg hotwéelg evrépov/
xoAndoxov mopov/Amatog and Cryptosporidium kat ovyyevi) yévn.
TéNog, ta puOutotikd T kKOTTAPA TOL TTAPAYOVTAL PUOLONOYIKE, T
VOTEpa ATO EMAYWYT, elval avaykaia yia Tov EAeyX0o TNG AEYUOVAG
(akroonpeiwtn avtidpactikdTnTa EvavTt oVUPLOTIKWY BakTnpiwv TOV
evTépov) Kat TG avtoavoaiag. O porog dAAwv thnwv T kuttdpwy
pe meploptopévn motkihia T kvttapikwv vrodoxéwv (TCR) [onwg
Twv YOTCR T kuttdpwv N Twv T KVTTAPWV QUKWDY POVEWV] OTIG
PID eivat Aty0tepo oa@ng woToco auTol ot TOTOL Umopel va eivat
ehattwpatikoi oe optopéveg PID, kat avtd TO eVpnua HEPIKEG QPOPEG
ovpPdiiet otn Stdyvwon (m.x. avemdpkela Twv NKT kvttdpwv oto
@vAoovVdeTo Aeppodmepmhaoctikd cbvdpopo). Ot avemdpkeleg Twv
T kvttdpwy evBvvovtal yia 1o 20% mepimov twv PID.

ZoPapéc ouvdvacpévec avosoavemapketeg (SCID) Ot SCID ovviotovv pia
opdda omdviwy PID mov xapaktnpilovrat and loxupr KaTaoTolr TG
avantugng Twv T KUTTApwY, ENOUEVWE ATtd TTAPT ATIOVTiN AVTWV TWV
KuTTdpwyv. H kataotodn] Tng avantuing eivat mavtote anotéheopa
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