O¢epansia tng HECOVEIAKNG avalpiag

Xpriotog Kamdpung
Oudr. Kabnynrrg INaiSiarpikrig, Iatpikn ZxoAn INavemornuiov AGnvédv

1. EIZArQrH

Oepaneia g pecoyeiaknig avaipiag Baoizetar Kupiwg oy naboyé-

veId TG KAl OTOXEVEI OINV AVIIMETGNION KAl TOV §AEYX0 APEVES TOV

Baoik@dv cvpmepdrov g véoov —avaipia, EVIioveg ootkég anol-
®oeig, avaotodri g avdmugng, vnEpONANVIORSS— Kal a@eIépou TV Emnio-
K&V tng véoou Kal tng Bepaneiag, pe mo coBapni emnAokhA v aipomiSripoon.
Zrov nivaka 1 avaypdgovrair ot oréxo1 tng Oepanevukig aymyng Kai o1 pébo-

So1 nov xpnaoponolotvial yia v vAONONonH Toug.

IMNAKAZ 1

Ocpanesvuky Avperédmon Meoovelakric Avaiuiag. Xtéxor kai ué6oSoi

ZTOXOI ME©OAOI
1. [IPOAHWH ka1 ©EPATIEIA
A) Khvikddv EkSnAdoewv

» Avaipia Merayyioeig
» Oonikég ANNOIDOEIS Merayyioeig
» KaBuotépnon AdEnong Metayyioeig
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» YneponAnviopndg Metayyiceig + ZnAnvektopri
» Wuxohoyikég Alatapaxég Yoxohoyiki Ziipi§n
B) Emndokdv Néoov-Oepaneiag
» Aipoaibripwon Anooibripwon
» EvSokpivondOeieg
» MuokapSiondBeia EiSikri Bepanevnkni ka
» HnarondBeia npoAnmuKA aywyn Kai
» Aopdeig napakodoidnon
» AAAeg

II. PIZIKH ©EPAIIEIA

» Metapéoxevon Muenot ootédv
» 'ovibiakri Oepaneia

‘Onwg @afverar and tov nivaka, n npSAnyn kai n avuperdmon tov 8aoi-
KOV KAIVIKOV oupmepdtov tng véoou —avaipia, avactodri tTng OWHATIKAG
av€nong, ootikég aAAoIDOEIG— akSpn Kal n npSAnyn 1oL LNEPCHANVICHOV
KAAGITIOVTal HE TG PETaYVIoEIS: 0 LREPONANVIONSS PE Tn OMANVEKTOPT Kal n
mo coBapr emmnAoknA g véoouv kai tng Oepaneiag pe petayyioeis: n aipooidri-

p@ON HE EVIATIKI Kal OLVEXA anooiSripaoon.

Ei8ikég Oepanevukég ka1 npoAnmmikég npoorneAdoelg xpnoponolobvial yia
v npSAnyn Kai TNV aviperdnon oeipdg e181kdv emnAokdv nov unopsi va
napovoiacfolv otovg acbeveig pe pecoyeiakn avaipia. O1 emnAokég aviég

unopei va oxetizovial pe m véoo, 1 Hetayyioeig fi v anocidripwon.

Exté¢ ané v kAaoikh Begpaneia, yivovtar ovotnpatkég npoondOeieg yia
n pizikh Oepaneia g véoov. Ipog 10 napdv, n pévn pizikh Bepaneia nov
spappdzerar gfval n getapéoxevon Puehol v ootdv ané andéivia cvpBars
ovyyevi 86m. Ze emAeypévoug acbeveig n emruxia g petapdoxevong @OG-
vel 10 85-90%. Avotuxdg, SHG, N HETAPGOXELON MLVENOD TV 00TV Sev uro-
pef va epappoobei, napd 1o HKpS nocootsé acfevadv (yipw orto 20-25%) yia

1oLg onoioug vndpxel anéivra cupuBardg ovyyevrig 86tng.

MeAdovtkd o1 eAnideg yia przikni Bepaneia €xovv eotiacBef omn yoviSiarn

Bepaneia, yia thv onoia yivovial GUVIOVIOHEVES KAl EKIETAREVES NMpoondOeieg.
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@EPATIEIA THI MELIOTEIAKHZ ANAIMIAS

[Tapd ug onpavikég npoédoug, n KAIVIKA e@apuoyn tng yoviiakig Oepaneiag
napapével akéun avépikin. Zripepa o1 duecol Kiplol otéxol tng Oepaneiag
KaAVITovIal Pe TIG PETayyioslg, Th onAnVEKTOW: Kai v anoaidripoon. H Bepa-
neia pe petayyiosis sfvar apketd yvaot Ki €101 6a avagepBolipe cuvormikg o
avriiv. TTo exterapéva, Ba eetdoovpe mv anocidripeon omv onofa vndp-
xouv eedifeis ka1 BeAndoelg, xwpic Spwg 1a anoteAéopara va eivar akéua

andéALTA IKAVONIOINTIKG.

OEPAIIEIA ME METAITIZEIZ

[a i Bepancia pe petayyioeis npordOnkav Sidgopa oxﬁputq, 1a onofa
Siapépouvv Kupiwg ora npo ng perdyyiong enineda apoapaipivng (Hb) addd
kai otn péon uphd Hb ora perafl wwv petayyicewv Siaouipara. Zhipepa éhoi
OLHEAVOLV N®G To mo 18aVIKS OXNpa Mov empénel QLOIONOYIKA avdrmuén
Kal Kadh noidinta zwnig efvar n Siatipnon teov emnédov Hb npiv ané
perdyyion yopw ora 10g/dl.

H ovornparnkii epappoyri tov ouxvadv petayyioenv eixe wg anoténeopa:

» Tn @uoiodoyiki avdrmun, tovadxiotov onv npdin Seractia tng zNRg.

» Tov nep1opIops TV OOTIKGY AANOIATEWV.

» Tov neplopiopd ng ouxvéIniag Kai g €Viaong ToL LVIEPCHANVIOHOU.

» Tn BeArimon tng noidintag zewng.

ANTIMETQITIZH THE AIMOZIAHPQZHZ

To tiunpa yia 1a evepyetkRd AnoteAéouara 1@V CLXVEV LETAYYIOE®Y OTOoUg
ndoxovreg ané pecoyelakti avaipia eppavizetar o Sebrepn Seractia g zonig

Kai ogefderar omv tofikiA enidpaon tov aidripov nov abpoizetal Ye TG Petayyioes.

O1 10§1kég emmdoelg Tov o18ripov ekdnAdvovial otovg aoBeveis pe:
» KaBuotépnon tov pubpot oopaukig aténong ka1 yevetkig opiiavong.

» Emmdoeig ané v kapdid, 1o rinap kai toug ev8okpiveis adéveg.
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I7" auté ka1 1a tedevtaia 25 xpdvia yiverar évrovn npoondOeia va Siatnpn-

Bouv ta anoBépara o18ripov 1@V aoBevédv o xapnAd pn 1ofiké enineda.

ANTIMETQIIZH THZ AEYTEPOMNAOOYZ AIMOZIAHPQZHZ

[a i Siatipnon xapunAdv anoBepdiav Fe og noAvpstayyizépevoug acbe-

veiG, o1 npoondBeieg katevBvvovtar npog 8o dfoveg:

1. Zmv edaxictonoinon Tov Nocol Tov npoopepdusvov Fe péow perayyi-

OE@V Kal mOavdg péom e 1po@nig.
2. Zmv at§non tov anoBantopgévouv anoBepatikos c18ripov.

H edaxicronoinon tov npoo@epopévou N g Hetayyioelg o18ripov enuy-

xXdveral pe:
a. Tnv emdoyni tov 18avikob oxNparog Herayyioswv.

8. Tnv epappoyni pebsébav nov avfdvouv v embBinon 1oV perayyizops-

vav puBpdv.

y. Tnv dueon aviperdmon 1ov amev nov punopef va npokadécovv adEnon

g karavdAmong aiparog orovg aobeveig.

To 18avikStepo oxripa eival o1 UXVESG Hetayyioelg pe oréxo m Siatripnon g
aipoopaipivng ot enineda ndve ané 9-10g/dl. O1 vnepperayyioeis yia  Siarr-

pnon mg¢ Hb ndve ané 11-12g/dl cuvobeboviar ané atd§non tov @opriov Fe.

INa m peioon tov CLVOAIKOL GYKOL TV petayyioewv epuBpdv npotdOnke
n xopriynon epuBpdv ne avnpévn emBioon. Térola napackevdoupara Osw-
potvtair to npéogaro aipa kar ta veokvttapa. O Siaxewpiopuds kair n napa-
OKELA VEOKLTIAp®@Y napovoldzouv SUCKOAIES, MOV OXETizovial KLPIng HE TO
KGOTO¢ Kal v avdykn peydhov nocol aiparog yia 1ov Siaxwpiopd 1oV veo-

Kuttdpov.

H epm-:lpi’a pag and n pakpoxpdévia Bepaneia 18 aoBevdv pe perayyiosig
veokurdpav £6e1fe Su n perdyyion pe veokUmapa unopei va peidoel ug eui-

oieg avdykeg oe aipa kard 15-35%. AvEnon tov npoogepopévov Fe pe tig
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petayyioelg naparnpeital oe nepim@oelg av§nong tng suiolag karavdhoong
afparog. O1 artieg nov npokanoBv avgnon tng karavdAwong efvai:
a. H epgdvion vneponinviopot. Zmv nepimeon avti n aé§non ng karta-

vdhwong eykabioratal Babpuaia.

8. H epgdvion autd- xar ahAé-avooonoinong o Kowvd kai ondvia epuBpo-
Kuttapikd avuyéva. Zmv nepiimoon tng avooonoinong, n adinon twv
avaykev oe aija efval anétopn Kal n avixveuon aviepubpoKutapik@dv

avtioopdrov Benkn.

O1 acBeveig pe ad§non 1@V avayk®v ot aipa xpeidzoviar dueon avuperdm-
on dore va neploplobei n npoogopd avinuévav noodv aidripov nov embBapy-
vouv 1a oMikd anoBgpara. AvokoAdtepn eival n Oepanevuki avuperdmon g
aMoavooonoinong. Yndpxel anéivin avdykn tautonoinong 1@V aviloopdrav
Kar avaziitnong anéAvta ovpBarot aijiarog yia ug petayyiosss. [TapdAdnia, oe
NoANEG MEPUMACEIS avtoavooonoinong efval avaykaia n xopriynon avogokara-
OtaAuKGOV @appdrav, ouvriBwes KoptKkootepoelbdv, Tav onoinv n §éon efaro-
Hikeveral. Ze avOekukolGg ota Kopukootepoeldri aobeveic xpnoponolobvral Kat

dAha avogokaractadtikd, énwg n azoBlonpivn ka1 n KUKAootopfvn,

AIOZIAHPQZH

O pévog 1pénog yia In peiwon tov anobepanrov c1dripov nov npoohap-
Bdvetal pe TG perayyioelg otovg NAOXOVIeS andé Heooyelaknh avaipia eival n
anoBoiri tov. Avotuxdg Sev LIdPXoVV PULOIOAOYIKOI UNXAVICKO] yid TNV Aro-
BoAri Fe ki1 a1 o pévog 1pénog Bepaneiag sivar n xprion xnAIK@Y evdoewv. H
Oepaneia avmi pazi pe ug perayyiosig anotehotv ta Baoikd okéAn tng Bepa-

MEVTIKNG QVUIUETOMONG TNG NECOYEIAKNG avaipiag.

H pévn xnAikri ovofa nov éxer epappocOef yia pakpé xpoviké Sidotnpa
eivar n Desferrioxamine i Desferal (DFQ). Me tn pakpoxpdévia xprion tng
£xouv kaBopiaBei o1 evbeieig kar o1 avievSeielg g ka1 €xovv afiohoynBef ta
Bepanevnkd g anoteAéopara oe peydies oelpés aobevédv. H DFO eivar ywo-

ot ané 1o 1960, onéte ka1 xpnoonomOnke yia kKAvikég pedétes. H ovorn-
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pankni Speg epappoyn g otn Bepaneia Kai tnv npéAnYn g aypocdipoong
omn peooyelakni avaipia Sekivnoe petd to 1974, étav o Barry ka1 o1 ovvepyd-
166 tov €6e1av nwg n npepriola evBopvikn xopriynon 0,5-1g DFO yia 860
xpévia o acBeveig pe pecoyelakt avaipia eixe wg anotédeopa v eAdrroon
Kkard npd)tov tov O18ripov Kai Ing (pepplthng 0V oppov, Kartd Sevtepov TV
anoéepc’mov a181ipov 1ov rinarog Kai, oG, tn Heioon fi tnv avaotodn g e§é-
A€ng g fvwong tov rinarog. Ta svpripata avtd BeBaidOnkav ka1 oe GAAeg
HeAgieg, evd napdiinia SiepevvriBnkav kai GAAo1 Tpéor xopiynong 1ov @ap-

Hdkov yia tn BeAtimon ng anoteAsopauksIntag.

Ané touvg Sidpopoug Tpénovg xopriynong, orfipepa xpnoiponoleftal KUpIng
n otdydnv vnodépeia éyxvon pe e181kA avidia ka1 o Bapeid apocdripwon t
evBopAgBia yxvon peyddav 8éoeawv gappdkov. H anoteAsopaukdéinta tng
anoaidripmong pe DFO e€aprdral ané pia oeipd napayéviev, pe onpavikste-
poug toug eSig:

a. O86¢ xopriynong. Me v i1a 8§6on @apudkov anoBdhdetar peyaAdrepn
nooétnta o1dripov ae ordydnv evBopiéBia éyxvon, oe GUYKpIOn HE TV
vno846pelo ordydnv €yxvon, n onoifa He Tn oe1pd Ing MAEOVEKTIE! Tng
evBopvikrig. H vno&épeiog éyxvon yia 8-12 dpeg gaiverar e§foov ano-
1edeopaukn omv anékkpion Fe pe ekeivn tov 24dpav.

8. Arouikés S1apopés nueprioias anoBoAris Fe and ta ovpa. AcBeveig pe 1a
d1a unoéépata anekkpivouv Siagopetikd nood oidripov pe v idia 86on
@appdrov. AkSpa kai 1o 810 dropo Sev anekkpivel ta idia nood kGOe
pépa. I’ auté ka1 omv naparohovBnon Tov 100zvyiov Tov C1Idripov Xpn-
oponoleftal o pécog Spog anoBoAnig TpIGV TOLAGXICTOV HETPHOERV.

y. BaBuds Ampooibripwong. Napd v 6napfn aropkdv Siagopdv, 10
1nood tov anoBadAdpevov c18ripov eivar avddoyo pe tov 8abué ng

aipooiSripeong.

8. Abéon @apudrov - Aidpkeia Ocpancias. Méxpr éva opiopévo onpefo
vndpxel cvoxéuon g anoBoArig Tov aidripov pe m 86on oL Papud-
KOV, £V n pakpoxpévia Bepancia ovvodeterar ovviiBag kar ané ehdr-

T0ON oL anekKpivépevou Fe.
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€. Birapivn C. H aipooibripowon guvoSetetar and énenpn Brapivng C. Zug
NEPIMACEIS avtég n avanripeoon g Brrapivng C av§dvel tnv anékkpion
a18ripov. AoBeveig pe xaunid anobéuara aibripov, Quoiohoyikn Brapi-
vn C Aepgokuttdpev kat enapki npepriola angn Brapivng C (nepimov
100 mg) ané ug tpogés Sev paiverar va xpeidzovial emnpdéobetn xophi-
ynon Brapivng C.
ot. ZuunAnpeuarkd INpakuxd Enueia Anooibripwong. Extetapéun ovzitn-
on yivetal yia tov 18aviké xpévo évapéng tng anociSripwong, nwg Kai
yia tn 86on 10V Pappdrov, dote va ano@svxBovv mbavég tofikég em-
Spdoeig ota ootd i ka1 avaotodni tng avénong. H anombripwon cuviord-
1a1 va apxizel perd ané n perdyyion 10 povddwv aijarog, pe HIKPES
noodémrteg DFO (20-25 mg/kg) 660 gopés tnv eBSopudda kar npooSevu-
K adgnon tov apiBpot 1ov §éoswv avd eB6opdba. Q¢ kabBoSnynukof
Seikieg xpnoiporolotvial and 10vg MEPICOSTEPOLS N PEPPITIVN TOL 0pod

ka1 n anékkpion Fe ané ta obpa.

[Na v 18aviki piBuon kar napakoAovBnon tng anocibripoong sivar ana-
paitntn n prpnon v oAIKGV anoBepdrov o16ripov. Na mv akpiBhi ektijinon
10V anofspdrov oibripov oe aoBeveis pe peocoyelakhn avaipia €xel nporaBel
oe1pd pebédwv, rapia Spag Sev eival 18aviki. O1 pébobor aviég eivar:

a. Ynodoyiouds rov Fe and ug perayyioeis. IpobnoOéiel tnv akpiBii kara-
ypagri Tou OAIKOU MOCOY TV CUHIENVKVOREVOV £pLBpEY Mov xopnyous-
vtai oe kG0e perdyyion Katd tn SidpKeia Tov XpGVoL Kal LNoAoYizeETal Pe

v eicwon:

Oniké nood aiparog (ml) x Hetx 1.16
100

mg/Fe:

8. @eppirivn opov nAdouarog. O npoobiopiopds tng @eppivng efvat o Sei-
KINgG Mov, napd ta peiovektripard tov, Xpnoigonoleftal evpltara yia v
gkTiunon 1wV oAIKGV anoBepdrov aibripov. H cvoxéuon tng uprig tng
@eppitivng pe ta anoBépata €xel emBeBaiwOel andé aprerég peAéreg.

Zmv aloNéynon t@v PEIPros@V TG Qeppitivng Xpeidzetal va vnoAoyi-
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ZOULE IS Kataotdoelg mov pnopovv va ennpedoouvy tg TiHég tng. Avén-
péveg ouvriBag tpés anavidviar og avendpkeia Birapivng C, ofeieg kai
XpOVIEG PAEVHOVES, XpOvIEG PAeyHov@dSelg véooug, nupetd, ofeia kai
xpévia nnarfua, apéAvon kai pn anooukri epvBponoinon. Ze nepi-
moon ovvinapéng tewv Kataotdoswv avrév, n Bioyia Anartog Kai n
pérpnon tov Fe anotedei kaAGiepo Seikin extipnong tov anoBepdrov
1ov Fe, svd o 0inpog opov, n tpavogepivn, 10 NOCOCTS KOPECHOU Kal

o1 vrioSoxei¢ tng tpavopepivng eivar BonBnukoi Seikteg.

y. Bioyia "Hnarog. H Bioypia rinatog sfvar n mo akpiBri¢ ka1 dueon pébo-
8o¢ vnohoyiopol tov oAikob c1Sripouv tov opyaviopoV. H Biowia enrpé-
net v akpiBi extiinon twv oAlkdv anoBepdiov o1dripov, Tng Katavo-
prig Tov ota nnarokutapa Kai orta korapa Kupffer, pazf e v napdinn-
An eKtipnon tng napovoiag Kai g §Ktaong 10TOAOYIKGV BAaB&v, dnwg
@Aeypovrig, fvwong kai Kippeong.

8. Ancikoviotikés MéBoSor Extiunong Fe. Md@opeg aneikOVIOTIKES TEXVI-
KEg €xovv nportabsi yia tnv exktipnon twv anoBepdiov tov o18ripov
Kupi@g oro rinap Kai teAevtaia omv kapdid kar v vndeuon. MNapd 1a
evBappuvikG anoteAgopara, Kuping e T Xprion TG HAYVNTUKIG TOHO-
ypagiag, n uébodog Sev €xe1 aképa nporvnwbei dote n xprion ng va

vevikeLOel ka1 va avakaraotrioet tn Biowia tov rinarog.

o a§idmora Oswpotvral ta anotedéopara pérpnong o18ripov TOL NHNATog pe
Hia véa TeEXVIKA payvnukrig topoypagiag,  Superconducting Susceptometry
(SQUID). I'pog 10 napdév xpnoponoieitar ot tpia pévo kévipa, Svo omv Evpd-

Tn Kai éva omnv ApEpIK, yia KAIVIKOUG-EPELVNTIKOUS OKOMNOUG.

IMAPENEPTEIEZ THZ DFO

Y Oepancia pe DFO, ekié¢ and ug tomkés avudpdoeig naparnpribnkav
ka1 ooBapég napevépyeieg, evtuxadg ondvieg. Ot napevépyeleg auiég oxerizo-
viar pe Siatapaxég otnv épaon (nepiopiopdg omrikoy nediov) Kar v akor,

ao0nukég Siatapaxés (napaiobnoia - abvvapia puikh) kar nvevpovikég BAG-
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Beg. Znv nAciovéntd tovg o1 To§IkEG autég embpdoeig efval avactpéPIeg, pe
e€afpeon v 1ok eniSpaon g DFO ota ootd nov oxerizetar pe Svoniacia
0L X6VEPOL TV HAKPEOV OOTGV Kal TNG ONOovOLAIKAG OTRANG, Ue anotéAsopda
v kabBvotépnon tng avdmuing. H tofiki enidpaon orta odpara tov onovso-

AoV npoxaNel XapaxInpioTKki pefwon tov Byouvg oe kabiorr B€on.

INa v edaxioronoinon g spgdviong coBapdv napevepyeidv xpeidzerat
akp1Bri¢ ka1 ovornpauki napakoAovOnon ka1 pBOuIon Ing anooidripaong,
®ote va vndpxel 1opponia puetafl g anoteAeopaukig Bepaneiag kai g ano-
@uyrig napevepyeidv. O KaBopIopds v pn 1ofikév emnédSwv Fe eivar S6oko-
Nog. Qotéoo €xovv yivel npoondBeieg Kabopiopol opICHEVEV KAVEV@Y e
npdruno v aipoxpapdroon. Me 8don ta 8eSopéva auvtd, otéxog tng anocmdni-
paong Bewpeital n Siarripnon evég acpahiotikol emnéSov anoBepatkol oidii-
pov, nov avuoroixel oe 18-38 umol Fe avd ypappdpio venot rinatog (3,2-7mg
Fe avd ypappdpio §npod nnatkot 10to6) kai @eppiivn opot <2.500 ng/mil.
AcBeveig pe peyanvtepa ané 80 pmol Fe avd ypaupdpio rinarog (i 15 mg Fe
avd ypappdpio §npot 10tod) Siatpéxouv tov KivBuvo YeVIRGY eKENAGOoEDV.

H tofikémra ting DFO avfdver 600 ta anoBépara Fe shartdvoviar kai n
86on tng evioxverar. [a v anoguyn 10§IkGV napevepyeidv xpeidzetar ovve-
NG CLOTNUATIKA KAl CLVEXNS avanpooappoyh 1ov 8éoswv. a mv avanpo-
ocappoyn g Oepaneiag, pia kai ot cvxvég Biowieg rinarog Sev sivar £QIKIE,
€xe1 vriohoyioBef §vag Seiking TofikStntag tng Bepaneiag pe Bdon v upn g
@epprtivng ka1 v npepnola 86on tov @apudrov. O Seiking 1o§ikéintag vro-
Noyizerar andé to nmnAiko g npepriclag 86ong tng DFO oe mg/Kg 81d tng tprig
g @eppitivng kai Sev npénel va vnepBaivel 1o 0,025. Afizer va onpeiwdei Su
o1 Si1agopég om ovxvdnta tav 1o§ikédv emdpdoewv tng DFO nov napatnpi-
Onkav oc Sidgopes oe1pés ogeifovial Kuping oug peyddeg 86oeig DFO oe
ox€on pe 1a ohikd anoBgpara oidripov.

AIMOZIAHPQZH AIlTO TO ZTOMA

H avazritnon xnhikév ovoidv nov xopnyovvial ané 1o otépa yia tm bepa-

neia tng aipoadripwong §ekivnos npiv and noAAd xpdvia, étav SiamordOnkav
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o1 Suokodieg otnv e@appoyri tng vnodépeiag xopriynong DFO ka1 to vynid
ng K6otog. Aekdbeg ovoidv €xovv penetnBei. EAdxioteg ané avtég gxovv
Sokipaofei kMvikG, ka1 ouvykekpiuéva n N, Nae-bis(2-hydroxybenzyl)
ethylenediamine-N,Nze-diacetic acid (HBED), n pyridoxal isonicotinoyl
hydrazone (PIH), n di-ethyl hydroxypyridinone (CP34), n 1,2-dimethyl-3-
hydroxypiridin -4-one (deferiprone, L1) ka1 npéogara n ICL670 [4- 3,5-bis-
(hydroxypheny)-1,2 4-triazol-1-yl —benzoic acid)]. O1 npwteg peig evdoelg

Sokipdodnkav KAVIKA Ot neplopicuévng €Ktaong HEASTES.

Meydhn ouzitnon yiverar ta tedevtaia xpévia yia v anoteAsopankémIa
tov deferiprone i L1. To L1 npwtospgaviomke 10 1982, wg evaAdakukn
Bepaneia tng aipooidripmong. Paiverar Su kivnronoiel Fe ané tn @epprtivn,
v aipooiSnpivn kai v tpavogepivn. O1 KAVIKEG Sokipgg pe thv L1 npoxd-
pnoav Kai npoxwpovv pe Bpadt pudpd yiati Sev €xovv yivel ané mv apxn
akpiBeis 1o§ikoNoyIKES Hedéteg oe nepaparézaa. O1 Baoikég napevépyeieg ota
neipaparézea agopovoav o puedorodikni Spdon, Kuping Acvkonevia, avaiyia
kai BpopBonevia, vneprpogia 1wv emveppiSinv, anfacia yovddemv ka1 BGuov

Kai oopatkni kabuvotépnon.

Zug KMiKEg Sokiuég otov dvBpwno Baoikég napevépyeieg eivar ot
apOpalyieg ka1 n coBapri akorkiokvrtapapia. [MapdAAnda SiamorddOnkav
Siatapaxég oto avooonointkSé ovornpa, dnwg ekdridwon epvBnpardSouvg
AGKov ka1 Bdvarog and onyaipia ASye® KATaoTtOARG TOLV AVOCOMNOoINTIKOU
ovotriparog. [NaparnpriBnkav akdpa Seppankés BAGBss pe wevdoapyvpone-
via rnov vnoxdpnoav e m xopriynon Zn, dnwg Kai napodikh 1i naparevépe-

vn 1pavoapivacaipia addd kai nermkég Siatapaxég, Kuping EUetol.

Abye 1@V avemBUUNTOV NApPEVEPYEIOV KAl TV MEPIOPICHEVEOV, Un OLOTN-
HATKOV KAIVIKGV HedeTdv, eixe eykpiBei n KukAogopia tng L1 (okebaopa
Kefler tng Eraipeiag Cipla) kat' apxdg oug lvbieg kar ané érouvg tov okevdopa-
tog Feribrox tng Eraipeiag Apotex oug xdpeg tng E.E., pe Baoiki évdeién tn

povoBepaneia o emAeypévoug acBbeveig pe gvtoveg avudpdosig omv DFO.

Ané g kKAVIKES pedéteg nov €xouvv yivel @aiverar nog npepriola §éon
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75mg/kg anoBdAel noodinta Fe avdhoyn pe ekefvn tov 30-40mg/24wpo
DFO «i1 éto1 og dropa pe fima aipooidripoon pnopei va Siatnpnbef o oidnpog
oe pn 1o§1kd enineda. Aev éxel Spwg SievkpvioBei av n xopriynon L1 pnopef
va avaorteinel v evanéBeon obripov oto rfinap kai va npoAdBel 1i va emBpa-
8vel v fvwon tov. Ztnv tedsvtaia MOAVKEVIPIKG peAEn nov €yIve Otov
Kavadd, tnv Apepikii ka1 v radia vnrip§av evBeifeig 6u 1o @dpparo Sev
npoguddooel ané m oidipamon tov Anarog Kai u n fv@on pnopei va emdel-
voBei. AvtiBeta, npé8popeg npdogareg peAdieg vnodniovv BeAtimon tng

abripmong tng Kapdidg.

“Etol, n edniba yia ypriyopn kukhogopia tov L1 pe otéxo tn Bepaneia tng
aipocibripwong xdBnke, aAdd véeg €pevveg avapéveral va apxioovv obviopa,

eved n Bepaneia pe DFO emBdAAstal va ovvexioBel eviarikd.

ENAAAAKTIKOI TPOITOI OEPAIIEIAZ ME DFO

[a kaAGtepn ovppépemon kar anoteAeopankdsmnta otn Oepaneia pe DFO
Sokipdzoviair evandakukég npog v vnodépeto éyxvon DFO. O1 uébobon

avrof efvar:

1. H evBo@néBia xopriynon DFO pe pévipo kabettipa, kupiowg yia sviauki
anoaidripmon ot nepimadoelg Bapeidg aipombripwong, dnwg Kai evdo-

@NéBia xopriynon pe eB8opadiaia addayn tng Béong tng ékxvong.

2. YnoS86peiog éveon DFO. H ovvonikri npepriola §6on tov gappdkov xopn-
yeftar oe 8o S6oeig og vroddpeta éveon. H péboSog avti gaiverar va éxei

mv B1a anotedeopanksmnta pe v vnodspeia otdydnv gyxvon pe avihia.

3. ZuvBvaoudég DFO ka1 DFP. O1 kAvikég pedéteg €8ei§av 6u n povoBepa-
nefa ue DFP vnodeineral tng DFO oe anotedeopauxkdinta kai og §va
noAs pIKpGS nocootd acbevédv pnopel va entevxBefl apvnuks 100zoyio.
Aigpevvdrar oripepa n mbavéinta ovyxpovng xopriynong towv 8o @ap-
pdkav DFO ka1 DFP. Av ta npéSpoua anotedéopata emBeBaimBouv,

Ba eykaviaotel pia kavolpyia nepiobog kard mv onofa o cuvdvaouds
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1V 800 papudrev unopei va odnyricel os apvniiké 1cozbyio Fe omv
nAelovénia 1oV acBevev. Xapakmnpioukd sival ta anoteAéopara and
ouykprikG peAén anoBodrig Fe oe 56 aoBeveig pe peooyeiarn avaipia
nov vnoBAibnkav oe povobBepaneia pe DFO kar DFP ka1 og ouvbua-
ouévn Bepaneia omv KAwvIKA pag. To nooooré 1eov nacxévimv pe apvn-
1KS 100zby10 Fe pe povoBepaneia 16co pe DFO 6oo ka1 DFP ritav pikpé
(15-20%), evé pe tn ovyxopriynon DFO ka1 DFP 10 nocootd tov acBe-

V@V pe apvnukd 10ozdyio Fe av€ribnke oe 65%.

. Néa okevdopara. To ICL670 (bis-hydroxyphenyl-triazole) npdkerai yia
éva véo okebaopa nov xopnyeftar and 1o orépa, 10 onoio NapacKevd-
oBnke ané m Novartis ka1 Bpioketar o @don Il g kAwikhg Sokipa-
oiag. Ze neipapardzea, n anotedeaparksinta rov ICL670 otn Siakivnon
ka1 anoBodri Fe ané toug 1otovg anobeixBnke 2-5 @opég peyanviepn
ané to DFO ka1 5 gopég ané v DFP. AnoBdaderar oxeS6v anorieion-
Kd ané ta kénpava ki €xel xpévo npioeiag zorig ané 12 uéxpr kar 19
@dpeg oug vynAdGtepeg 860¢lg, yeyovdg mou enmpénel tnv spdna npepi-
o1a Aiyn tov pappdrov. Ta npéSpopa anotedéopara eivar evBappuvu-
Kd og 6,1 agopd v anoreAecpankSntd 1ov oty anékkpion c1bripov
oe obykpion pe v vno8dpeia xopriynon DFO. KAwikég Sokipég oe »
HIKPGS apiBué aoBevdv €6eifav éu déoeig 20 kar 40mg/Kg @apupdkou

ovvoSeovial Pe apvntiké 100zoyio oidrpov.

AMOTEAEZMATIKOTHTA THZ AINOZIAHPQZHZ ME DFO

H anoteAeopaukdinta g anooibripwong pe DFO eival ocvvdpmon tng

ouupdpe®ong 1wV acbevav o cuotnpaikh e@appoyn g anooiSripoong.

Yndpxouvv apxeroi Adyot yia tv dpvnon 1oV acBevdv va epappéoouvv

pakpoxpdvia ovvexri vrno8épeto éyxvon DFO. Evtottolg, ne ovvexi napaxo-

DAotBnon kai ovompankh kabodriynon and 1o 1atpIKG KAl VOONAEVTIKG npo-

owMmKS Kal napdAAnAn KOV®VIKA Kal Yuxodoyikh ouipi§n, 10 nocootsd tev

aoBevédv nov epappézovv ovotnparkd mv anocidripeon avdvel onpavikd.
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Ta anoteddopara tng parpoxpdéviag cvotnpauknig anocidripwong oe
ouvvdptnon HE TIGC OLXVES HETayyioels o€ NAOXOVIES ané UECOYEIaRA avarpia
afiohoyriOnkav tnv tedevtaia Sekacstia ané Sidgpopeg opddeg. Le Sheg g
penéteg naparnpiBnke onpavukn peiwon g Bvnomdintag kai g voonpdin-
1ag, oagnig avgnon tng emBiwong xwpig entnAoKES and v todikr Spdon tov

a1bripov, pe napdAAnAn BeAtimon tng noidtntag zenig tov acBevdv.

H anotedsoparnkii anocibripoon kai n Siarripnon xapunAdv pn 1ofikev
anofepdrov o18ripov €xel NEIGOEL ONPAVIIKG TIG EMIMAOKES Tng alpooiSripw-
ong, Kuping 8¢  pvoxkapdiondbeia, KAOAS Kal UG EMMAOCEIS O COUATIKNA
at€non, tn yeveukh wpipavon kai tn cuxvémta Kai Baptinta 1ov Siatapaxev
tov petaBoniopol g yAvkSézng. Pafverar akdun neg ta xapnAd anoBéuara
a18ripov guvoolv tn Bepanevuki Spdon g WIepPepdung a oe aoBevei§ e

nnarfuda C.

H mo evivnwoiakni Spwg enidpaon agopd otnv embBimon. Ilpdogarteg
OULYKPITIKES peAéteg Seixvouv 6t ta KadUtepa anoteddopara napovoidzoviai
oug povddeg ovornpankSiepng Oepaneiag Kuping tng anocbripwong. Idiafte-
pa 1Ikavonontkd eivai ta anoteAéopara g embimong oe ndve and 450 aobs-
veig nmov kdvouv petdyyion otn povdda pag. £n oelpd avti n mbavémnia em-
Biwong omv niikia tov 40 etdv nAnoidzel 1o 70%. Evivnwoiaxkdtepa sivat ta
anoreAéopara g CLOTNUATIKAG anocidripmong étav ouvykpivetar n smBinon
10V aoBevdv pe xaundh @epprivn (<2.000ng/ml) pe v emBioon exeiveov
nov éxouv vynin @epprivn >4.000ng/ml. Zinv nAikia 1ov 40 etédv n emBiwon
1V acbevédv ng npdng opddag ayyizel to 90% kai g Sevtepng opddag to
45%. Ta anotsdéopara avid anodeikvbouvv tnv avdykn yia avazhmon mo
ANoOTENECHATIKAV KAl £Qappsomy pebédov anoaibripmong. H ouvdvaouévn
Oepaneia napeviepikKng Kal and 1ov ortépuarog XxoprHynong XnAIKAV oLoIOV

fowg anodeixBef pia dueoa s@appéoIpn Kal anoteAsopatki Adon.
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