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1. TI EINAI TO DIRA

1.1 T eivay;

H avendpkela Tov avtaywvioth tov vnodoxéa tng IL-1 (Deficiency of
IL-1 Receptor Antagonist, DIRA) €lvat €va omdvio yeveTikd véonua. Ta
npooBeBAnuéva adld vrtogEépouvv and cofapr dEPUATLKA KOL OTTLKNA
eAcyuovr. AAAa dpyava, OnwC oL MVEDUOVEC, unopel va mpoaBaAovTad.
Xwplc Beparmeia, n vooocg pnopel va odnyrjoel oe coBapn avamnnpla N
akéua Kol o€ BdvaTo.

1.2 Néoo ouyVvA ival;
To DIRA g{val moA0 omndvio. MéxpL Twpa, Atydtepol amnd 10 aocBeveic
E€XOLV avayvwploTel o OA0 Tov KOOUO.

1.3 Moia €ival Ta aitia TnG véoou;
To DIRA glval yeveTikd véonua. To vrevBuvo yovidlo ovopdletatl ILIRN.
Napdyel Hio MPWTELYN, Tov avTaywvioty Touv vrnodoyxéa Tng IL-1
(IL-1RA), mov na{CeL poAo atn Abon tnG eAsyuoviic. O IL-1RA
£E0LOETEPWVEL TNV MPWTELVN WTEPAELKIVN-1 (IL-1), n omola eivat évac
LOXVPOC QAEYHOVWONC HETARLBACTAC OTOV AvOPWTIILVO OPYAVLOUO. Av TO
yovidlo IL1IRN @épetl pla HeTEAAQEN, OTIWG oupPaivel oto DIRA, o
0PYOVLOUOC 6ev pmopel va tapdyet IL-1RA. Q¢ ek to0ToUL, N IL-1 A€oV
Bev avaOoTEAAETAL KOL 0 00OEVAC avaTITUOEL PAEYHOVN.
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1.4 KAnpovopeitat;

KAnpovoue(tal WG CWwHATIKSO LTIOAELTIOPEVO Voo (TIoL onuaivel OTL
dev ovvdEeTaL UE TO QOAO KOl OTL KavEVAC amd TouC Yovelc dev mpEMeL
va PoLoLAleL CUUMTWHATA TNG vOoov). AvTAc o ToToC peTaB{Baong
onuaivel 6tL yia va €xel DIRA, éva dtopo yxpeldletal 500 HETAAAQYUEVQ
yovidLa, to éva amnd tn pNTépa Kat To dAAo and tov natépa. Kat ol 600
YOVe(C elval popeic (Evac opéac £xel HOVO €va HETAAAQYUEVO
avTtiypa@o, aAAd 6xL Tn vooo) aAAd 6xL acBeveic. Ol yovelg mov £xouvv
éva tadl pe DIRA, €xouv Kivduvo 25% va €xeL emiong DIRA €va 6e0TtEPO
nodl Toug. H mpoyevvntikA dldyvwaon eivatl duvath.

1.5 MNati To maidi pov €xeL avtTh TN VO0O0; MNopEl va
MPOANPOE(;
To nmadi €xeL Tn vOoo, EMELdN yYeVwrONKE PE TA HETAAAQYHEVO YovidLa
rov mpokaAolv DIRA.

1.6 Eival PETAOOTIKA;
Oxt, dev ewal.

1.7 Mowa €ival Ta KUPLOTEPA CUUNMTWHATA;
Ta KOPLO CUUMTWHATA TNG vOoOoL lval N GAEYUOVH] TOU OEPUATOC KaL
TWv 00TWV. H pAgyuovr tou déppatog xapaktnpiletal and
EPLOPOTNTA, PADKTALVEG Kol ATIOAETLON. Ol AAAOLWOELG PTToPE( va
npooBaAovv K&Be onuelo Tov cWHATOC. H deppaTtikl vooog eupavileTal
aLTOMATA, OAAQ umopel va eMBEVWOEL amd Tov TOTILKO TPAVHATIOUO.
Mo noapddetyua, ol pAEBLKOl KaBeTHPEC TLXVA 0BNYOLV O€ TOTILKA
eAeypovr. H pAeypovr Twv 00Twv Yapaktnpeiletal and enwduveg
OO0TLKEC BLOYKWOELC KOl TO LTEPKE(MEVO BEpUa eppavileTal oLYVA
KOKKLVO Kat (€0TO.

MoAA& 00Td pnopel va MPOoBAAOVTAL, CUUTIEPIAAUBAVOUEVWY TWY
AKPWV Kal TWV MAELPWV. H pAEypOoVH TPOCGRAAAEL CLVABWC TO
nMePLOOTED, TN MEUBPAVN TTIOL KAADTITEL TO 00TO. To MeEPLdoTED €lval MOAD
evai{oBbnTto otov novo. Q¢ €k ToOTOL, Ta MPOoBeBANUEVA TTaLdLd cuvriOwWG
elval evepéOloTa Kat duoTporma. AvTto pnopel va 0dNYNOEL 0€ KOKNA
dlatpoery Kal og datapayr TG avantvEnG. H pAcypovr Twv
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apBpwoewv dev elval ouvribwe yapakTnEloTikd Touv DIRA. Ta vOoxLa Twv
a00evwv pe DIRA umnopel va mapauop@wooiv.

1.8 EivalL n véooc¢ n idwa og 6Aa Ta maidiq;
OAa ta nodLd mov €xovv pooBANOel eival coBapd dppwoTta. Qotdoo, N
vOoog dev elval n (dla oe OAa ta madld. AKOuN Kot péoa otnv dla
olKoyEvela, OAa Ta ndoyovta matdld dev e{val to (dlo dppwaTa.

1.9 Eival n v6oo0G dlapopeTiki oTa matdida an’ 6,TL 0TOLG
EVAALKEG;
To DIRA €xeL avayvwploBel pévo o€ nadid. Zto napeAbov, mpv vndpEet
dlabéoun anoteAsopaTikn Beparneia, avTd Ta MALdLA EBALVAV TIPLY
EVNALKLWOODV. Q¢ €K TOUTOUL, TA XOPAKTNPLOTIKA TOL DIRA oTNnV €vjALKO
cwn elval ayvwoTa.

2. AIATNQzH KAI OEPAIEIA

2.1 Nwg dlaylyvwokeTal;

MpwTov, nmpénel va teBel n vroyia DIRA pe Bdon tTa XaApoKTNPLOTIKA TNG
vOoou Ttou matdLov. To DIRA unopel va emBeBatwOBel pOVO PE YEVETLIKNA
avdAvon. H dldyvwaon tou DIRA eniBeBatwveTal, av o acbevric gépeL d0o
METAAAAEELC, pia amd KABe yovéa. H yeveTik avdAvon pnopel va pnv
elval dlaBEoun os KGO KEvTPo TPLTOREABULAC EP(BaAYNC.

2.2 NMowa €ival N oNMHACia TWV S1aYVWOTIKWVY SOKLHAOLWV;
Otav n véooc eival evepydc, ol eEeTdoelC alpaTtoc, 6nMwc N TaxdTNTA
KaB{lnong tTwv epvBpokuTTdpwy (TKE), n CRP, n yevikr eE€Taon
a{MaTOC KoL TO LWwWdoydvo, elval ONUAVTLKEC yLa TNV EKT{MNON TNG
EKTAONG TNG PAEYUOVIAC.

Ol e€etdoelc avtéc emavalauBavovtal, 6tav to nodl anaAlayel and ta
OULMTITWHOTA, Yia va EAeYXOel av Ta ATOTEAECUATA £XOLV EMIAVEADEL )
elval KOVTA& 0Ta PUOLOAOYLKA.

Mo tn YEVETIKA avdAvon anatte(tal eniong pla hitkprn moodtnta
alpatog. Ta nadid mov Bpilokovtal oc Bepancia epdpov CWrG PE
anakinra, mpénetl va 6{vouv, TAKTKAE, delypaTta al{uaTtog Kol 00pwy yLa
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noapakoAovdnaon.

2.3 Mmntopei va OepamnevBdsel R va LaOE(;
H véoocg 6ev ldtat, aAAd prnopel va eAeyxBel pe tn 6ud Blov xprion
anakinra.

2.4 MNMoleg eival oL Oepaneiec;

To DIRA 6¢gv pmopel va eAeyxBel LKAVOTOLNTIKAE E AVTLPAEYHOVWON
@dapuaka. Me vynAéc 6O0ELC KOPTLIKOOTEPOELOWY UMopEl va EAeyxBo0Ov
EV MEPEL TA CUMMTWHOTA TNG vOooU, aAAd cuvriBwC PE TO T{HNUA TWV
QVETILOLVHNTWY EvEPYELWV. MNavainmova amnattodvTal CLVHBWCG yLa TOV
EAEYXO TOL TOVOL TWV 00TWVY, £WG 6Tou dpdaocl n Bepancia ue anakinra.
To anakinra elvat texvntd napayoduevn popen tov IL-1RA, t™n¢
MPWTELVNG Tov AelmeL and Toug aaBevelc pe DIRA. H kaBnuepwr évean
anakinra €(vat n pévn anoteAeouatikr Bepamneia Tov DIRA. Me tov
TPOTo aUTO, N EAAEWPN TNCG PLOLKAC IL-1RA dlopBwveTal Kot N vooog
uropel va teBel ud EAeyxo. OL voTPOTEC TNG VOCGOL UMOPOLY KoL
npoAaupavovtal. 2 avtr TN Bepancia, agoL TEOe( N dldyvwon, To modi
Ba MPETEL VA KAVEL EVECELC TOL PAPUAKOL YL To bmtdAoLro TG CWNAC
TOL/TNG. AV TO PAPHOKO YopNnYElTAl KABNUEPLVAE, TA CUUMTWHATO OTOLC
neplocdtepouLG aoBevelc eEapaviCovtal. EvtoiTolg, nepikol aoBevelc
en@aviCouv peptkr andékplon. O yovelc dev mpEmeL va TPOTOTOLF{OOLY TN
d6on, xwpic va cupBovAgvBolv TO YLOTPO.

Av 0 00B€VC OTANATACEL TNV £YXLON TOL PAPUAKOU, N vOCOoC Ba
enaveu@aviotel. AcdouEVOL OTL MPOKELTAL YA e duvnNTKE Bavatnedpo
vO0O0, ALTO MPEMEL VA ATIOPEVYETAL.

2.5 MNMoleg eival oL aVETIOVUNTEG EVEPYELEGC TNG QAPMAKEVTIKAG
Oepameiac;

OL TLO EVOYANTIKEC AVETLOOUNTEC EVEPYELEC TOL anakinra glval ot
EMWOLVEC avTLOPATELC 0TO ONUE(O TNG €veEONC, OV £(val OCUYKPIOLUEC UE
TO Tolunnua evtépov. EWdIka Katd TIc mpwTteC €BOoUAdEC TNG
Bepamneiag, oL avTdpdoelg avTéC unopel va elval apkeTd oduvnpéc.
NOLLWEELG €xouv TtapatnpenOsel oe aobeveic nmov EAaBav Bepaneia pe
anakinra yla @AAa voorjpata ektd¢ tov DIRA. Elval dyvwoTto av avtA n
QVEMOVUNTN evépyela oupPBalvel To (6lo Kal otouvg aoBevelc ue DIRA.




Meplkd nadLd mov EAafav Bepaneia pe anakinra yla dAAeC dLatapaxEc,
ealveTal 0TL mHpav neplocdtepo BAapog and to embouuntd. Kat dAL, dev
E€poupue av avTod LoxLeL kat oto DIRA. To anakinra xpnotpomnotle{tal o€
nadLd and T apx€C Tov 2100 awwva. Q¢ €K TOUTOV, TIAPAPEVEL
AyvwoTo av Ba LTIdPEOLY AVETLOOUNTEC EVEPYELEC OE TIOAD EYAAO
Bd&Boc¢ xpdvov.

2.6 NMNooo mpénel va Slapkégel n Ospansia;
H 6epamneia dlapkel epdpov Twric.

2.7 TLLOXVEL OXETIKA ME TIG BN OUHUBATLIKEG | HE TIG
CUUTMANPWHATIKEG OEpamneisc;
Agv vnidpyel Oeparmneia avtoL TOL £(60LC YL TN CLYKEKPLUEVN vOTO.

2.8 T €idouc tepLOodLIKOL EAgyYOL Eival antapaiTnToL;
Ta atdLd nov Bplokovtal vmd Bepaneia MPEMEL va KAVOLY €EETATELC
a{uaToC KoL 00pwWVY TOLAAXLOTOV BLO POPEC TO XPOVO.

2.9 Nooco Ba dlapkéoel n vOOOG;
H véoocg eival toéBLa.

2.10 Mowa gival n pakpoxpovia TPOoyvwaon (TtPoBAETTOMEVN
éKBaon KalL mopEia) TG vooov;

Av n Beparmeia pe anakinra Eekivnoel vwplc Kal ovvexloTel e’ adpLOTOV,
Ta otdLd pe DIRA elvatl mBavov 6tL 6a Crijoouvv pia pualoAoyik Cwn. Av
vndpEel KaBvoTépnaon otn dldyvwon i EAAEWYN CLPUOPPWONG OTN
Bepamneia, 0 aoOEVAC dlaTPEXEL TOLE KLWEUVOULC TNG MPOOBEVTLKAG
EVEPYOTNTAC TNG VOOOUL. AuTd umnopel va 0dnynoeL o€ dlatapayEC TNG
AVATTUENC, 0€ TOBAPEC TMAPAMOPPWOELC TWVY 00TWY, O MapAAvcon, oTNn
dnuiovpyla BEPUATIKWY OLAWY Kol TEALK& oTo BdvaTo.

2.11 EivaiL duvati n mARPNG avavnyn;
Oxy, eneldr] mpdékeLtal yla yevetikd voonua. H dua Blov Bepaneia, Opwe,
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dlvel otov aocBevr TNV evkatlpia va CNRoeL pwa puotoAoyikr Cwr, xwpeic
TEPLOPLOMOUC.

3. KAGHMEPINH ZQH

3.1 NWG UIMopPEL va emNpPe@ceL n vOooC TNV KadOnuepivh wnR ToL
MaLd100 KAl TNG OLKOYEVELAG;

To matdi Kat N olkoyévela avTiueTWTCoLY coBapd MPORAAUATA TIPLY
dlayvwoTtel n voooc. Apol tebel n dLdyvwaon Kot apyioel n Bepamnela,
TTOAAG TtaLdLd €xouv pLa oxedov puatoAoyilk (wr. MepLlkd TatdLld mpEmnel
VO BLAXELPLOTOUY TIG OOTIKEC TIAPAUOPPWOELC TIOL PTOPE( va
ennpedlouv cofBapd tIg ouvriBelc dpaoTnELOTNTEC TOLG. OL
KaONUePLWVEC evETeLG pmopel va amoTteAODY Eva PORANUA, XL LOVO
ASYyw TNG TaAatnwplag, aAAd Kal emeLdr} oL anattrioelg anobrikevong
Tov anakinra pnopel va ennpedlouvv ta TagidLa.

Eva dANo mpbéBANua prnopel va eival n yuyxoAoylkr emBdpvvon Tng o1&
Blov Bepameiac. Avtd TO OEua pnopel va AVTLUETWTILOBE pe
EKTIOLOEVTIKA TIPOYPAUUOTA YL TOV agOEVN Kal TOLUC YOVE(C.

3.2 TL LOXVEL OXETIKA ME TO OXOAELO;
Av n voooC dev €XEL MPOKAAETEL HOVLUN avaTnpia Kot EAEYXETAL TIARPWC
ME evéaelg anakinra, dev vnidpyouv neploplopol.

3.3 TL LOYVEL OXETLIKA pHE TNV GOANON;

Av n voooC dev £XEL MPOKAAETEL HOVLUN avarnpia Kot EAEYXETAL TIANPWCG
LE EVEOELC anakinra, dev vntdpyovv neploplopoi. H BA&GBN Tov okeAeTOD
KATA To MPWTA oTAOLa TNG VOOOU UTopPEl va TEPLOPITEL TIC PUOLKEC
dpaoTNPELOTNTEG, AAAA eV LTTAPYEL KOl VAYKN YA ETILITAEOV
TEPLOPLOPOUC.

3.4 Tu 1oXVEL OXETIKA pE TN Siatta;
Agv vidpyel 16WKn olaLta.

3.5 Mnopei TO KAipa va eMNPEACEL TNV MOPELA TNG VOO OUL;
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Oxt, 6ev pmopel.

3.6 Mmtopei To mMaldi va epBoALlaoTEl;

Nat, To matdl unopel va epuBoAtactel. Qotdoo, oL YOVEIC MPETEL VO
oupBovAsbovTal Tov Bepdmovta ylatpod, dtav MPOKELTAL va Yivel
EUMBOALO pE CWVTEC EEATBEVNEVOLC ULKPOOPYAVLGHOUC.

3.7 TL LOYVEL OXETIKA pe TN ogEovaAik (wn, TNV EYKLHOOUVN
KOl TOV éAEYXO TWV YEVVAOEWV;

Mpo¢ to napdv, dev elvat BLELKPLVIOPEVO, av TO anakinra elval ao@aA£g
KAT& TNV €yKuoaLvn.
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