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2KOIMNOx

H avixveuon omraviwv
TTapaAAaywyv aipgoo@aipivns (Hb)
ATTOTEAET DIAYVWOTIKA
TTPOKANoN. O1 aiooPaIpiveC
UWNANG OUYYEVEIOG NE OEUYOVO
(O,) TTpOKAAOUV ETEPOYEV
QUTOOWMIKA KUpiapxa YEVETIKA
VOOiMaTa €
epubpaiuia/epubpokuTTapwon.
Mapouoidouue TTEPIOTATIKA
aiyooc@aipivotrtadeiwy Crete,
Hiroshima ka1 Koln pe
ETTIYPAMMATIKN BIBAIOYPAQIKNA
avaoKkoTTnon.

YAIKO KAl MEOOAOZ

‘ECI TrTeEpIOTATIKA KAukaaolag
QUANRG. H didyvwaor) Toug €1€6Nn
HE nAekTpo®dpnan Hb (uypn
XpwHaToypagia uwnAng
ammodoong HPLC) kal popiakn
avaAuon.
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NMEPINTQZEIZ AIMOZOQAIPINOIAGEIQN YWHAHZ ZYTTENEIAZ ME TO O=ZYI'ONO
[1.PAeBapn, E.NTEAGKN, B.Kopvnvaka

Kévipo Eutreipoyvwpoouvng 2maviwy AigaTtoloyikwy (Aigoo@aipivotrabeiwy) & 2maviwyv MetaBoAikwy (v.Gaucher)
Noonudatwy, 'NA «Adikd», ABrva

ATMOTEAEZMATA
: I'IsolgTaTle Amoocqumwona@sld)v au&nuévng oquvévaac ue O, :
1. L. 2. 4 ; J
Tipég Erepouywria ZuvBemn ZOvBern ZUvBemn Erepoluywria Erepoluywria
avapopdc | HbCrete (BnAu- erepouywria erepoluywTia erepoluywria HbHiroshima HbKaln
Blerwv ) HbCrete/Bthal HbCrete/Spthal | HoCrete /Gpthal | (BAu-24eTtov) (appev-70eTumv)
(BrAu-S0eTwY) (BrAu-14eTiv) | (dppev-12€Ty)
Het(%) 36.0- 496 454 394 416 46.3 51.7
45,060\
420-
52.5appev
Ho(gridl) | 12- 16.2 15.0 13.1 138 16.0 15.2
15.56nAu/1
4-17appev
RBC(MAY) | 450630 | 6.84 7.23 5.64 6.48 5.18 5.64
MCV(fl) 810-990 |725 62.8 69.9 64.2 894 91.7
MCH(pa) | 275320 |237 20.7 23.2 21.3 309 270
ROW-CV(%) | 10.9-15.7 | 155 16.7 204 23 119 17.3
Hb A(%) 81.6 59.3 63.4 65.1 44.3 80.2
Hb A2(%) | 2.3-3.1 38 4.3 2.5 26 26 3.3
Hb F(%) <20 3.7 9.1 29.2 2. 1.3 09
X khdapa ol oyl oyl oyl 47.3 7.3
MoppoAoyia maBoAoyikn aboAoyikn maBohoyikn Tadooyikn KQTa pUon TraBoAoyIKn
RBC
LDH(UL) | 135-214 | 207 218 225 376 189 545
Ohkrfep. | 0.3-1.2 (-} 0.94/0.65 1.1200.71 2.03/1.46 041017 3.8712.62
yohepuBpivn | <0.7
(ma/dl)
[ovoTumog CD129G>Cinormal | CD129G>CAVSI-n6 | CD129G>CapSic | CD129G>C/oBSic | CD146His=Aspinormal | CD295G>A/normal
davoruTog HbCrete/normal HbCrete/8 thal HbCrete/6p thal | HbCrete/df'thal | HbHiroshimaiormal HbKdIn/normal
ZmAnvopeya o1 oyl oy oyl oxl vai
Aia
| OpduBwan | [ oy o1 oy [ oy [ oy oyl

Hct: aiuarokpitng, RBC: epubBpa aiuoopaipia, MCV: uéaog¢ dyko¢ epubpwv, MCH: uéon mmukvornta aiuoo@aipivng
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2YMMEPAZMATA

*Ava@épovTal 89 aiyoo@aipivec upnAig ouyyévelag he O,. MoAAEC dev avixveuovTal otnv HPLC
KaBw¢ pTTopei va ekhouovtal otn Béon 1ng HbA. H didyvwon TiBetal poplakd. Ta 2/3 dev gpgavidouv
epPUBPOKUTTAPpWON AOYw ATTIO/UETPIO augnPEVNG ouyyEveElas Je O,, hoplaknc aoTdBelag/aiudAuong n
MEIWMPEVNG EKPpaonG JeTaAAayuEvou yovidiou (TrapaAAayéc a-aAuaidac kal HbCrete). 2uxvotepa
ava@épetal eTepoluywria. H opudluywria éxel BapuTepn KAIVIKA €ikova. H upnAf ouyyévela pe O,
QATTOOEIKVUETAI E AEITOUPYIKEA MEAETN QINOOPAIPIVNG, ETTIPEPEI IOTIKA UTTOCiA, EVIOXUEI TV TTAPAYWY
epuBpoTroInTivng/epubpoTroinan TTPOKAAWVTAS EpUBPOKUTTAPWOT, augnuévn yAoIOTNTA aiuaToc,
BpéuBwon i alndAucn. ZupTrepIAauBavovTal oTn dlagopIkn dlIdyvwaon TG EPUBPOKUTTAPWONC.

*H HbCrete cival nAekTpo@opnTIKA OUdETEPN, AoTABNC, UWNANG ouyyévelag ue O,, dev TTPOKAAET €10IKA
CUUTTITWMATA, aAAG ava@EpovTal EpuBpoKUTTApWOn/epuBpaiuia kal oTTAnvVoueyaAia o€ eTepoluywTia Kal
ouveeTn etepoluywria pe B} OB-thal. H KAIvikA €ikéva e¢aptatal kal atrd 10 TooooTo HbF €101k o€
HbCrete/Bthal 1 HbCrete/dBthal, eTtakdAouBo Tou BabBuou AsIToupyIKhS avaidiag (TTEpIoTATIKA 1-4,
TTiVaKaG).

*H HbHiroshima, ekAouetal vwpitepa Tng HbA (HPLC) o€ TTocooTd 50% (£TEpOlUYWTEG), ENPAVICEl
4mmAGdoola ouyyévela pe O, Kal epuBpoKUTTAPWOT. AGYwW OTTAVIOTNTAG UTTAPXOUV TTEPIOPICHEVA KAIVIKG
oedopéva (TTEPIOTATIKO 5, TTivaKag).

*H HbKOGIn, ouxvotepn aotabri¢ Hb o1o dUTIKO KOOHO, TTPOKAAEI alOAuCon, SIKTUOEPUBPOKUTTAPWON,
uttocia, Nma/ka@oAou avaiuia kal oTTAnvoueyaAia. OTav n uttoia UTTEPEXEI TNG AINOAUCNG, KUPIOPXEI N
epuBpaipia (TrepioTaTikd 6, TTivakag). MNapartnpouvTtal kal de novo PETAANGEEIC. To TTooooTd TN €ival
<25% (HPLC). H opoluywria gival aoupBatn he TN qwi.

>0 TTEPICOOTEPEC AIPOCPAIPIVOTTABEIEC augnuEVNG ouyyévelag e O, e xpnlouv Bepartreiag.
2UCTAVETAI A@Qaigagn OTnN CUNTITWHATIKA €PUOPOKUTTAPWON, XapnAnR d6on acTripivng o€ augnuEVo
BpouPOEUPBOAIKO KivOUVO Kal EAEYXOG/YEVETIKI) CUMPBOUAN cuyyevwy a-fabuou. H evnuépwon Bonba
oTNV aTTOPUYI AKATAAANAWY BIAYVWOTIKWY ECETATEWYV KOl BEPATTEIWV. 2TIGC KATAYEYPAUMEVES KUNOEIG
dev TTapaTnPRBONKE augnuEvn voonpoTnta/BvntoTnTa.
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MIA NMOAYKENTPIKH, MH NMAPEMBATIKH MEAETH T'lA
THN AZIOAOIMHzH THZ ENINTQZHZ TOY
DEFERASIROX ZTHN MNMOIOTHTA ZQHZ A2OENQN ME
B-OAAAAZAIMIA 'H APENANOKYTTAPIKH NOZO KAl
YMNEP®OPTQZH ZIAHPOY AOI''Q METAITIZEQN
(CONVENIENCE)

>ooia NteAikou,! dwreivi MerpotrolAou,? PwTng Kapautmdaroog,
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'N ABnvwv «lmrmrokpdreior, 2Movada Meooyeiakig Avaipiag, 'N ABnvwv “T'. Fevvnuatdg”,
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AipatoAoyikd Turpa Maboloyikng KAivikAg, MalN Matpwyv, Movdda Meooyeiokng Avaiyiag,
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'N MutiAvng, *Movada Meooyelakig Avaipiag kai Apemavokuttapikiig Noéoou,
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Meooyelakig Avaipiog kar Apetravokuttapikiig Néoou, 'N Kapditoag, sMovada
Meooyelakig Avaipiaog kar Aperavokuttapikig Nooou, A’ Maidiatpikr) KAiviki AMNO,
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2HMANTIKA EYPHMATA & ZYMIEPAZMATA

* H peAétn CONVENIENCE TrapakoAouBbnoe aoBeveig pe
B-6aAacoaipia i OPETTAVOKUTTAPIKA VOOO KaI UTTEPPOPTWON
o1dpou aTTd PETAYYIoEIG, TTou GAAagav atrd TTponyoupevn
Bepartreia amooidrpwong o€ yovoBepatreia pe Deferasirox,
0€ OUVONKeEG KaBIEpwPEVNG KAIVIKAG TTPAKTIKAG oTnv EAAGDQ.

Ta atmroteAéopara TrapExouv dedopéva aTrd ToV TTPAYUOTIKO KOGHO
TTou uTTodeIkvUouV Tn dlatApnaon Tng €ISIKAG yia Tn BaAacoaipia
ToI6TNTa CWNG, Madi e auEnuévn CUPPOPPWON Kal IKAVOTToinon
amd Tn Bepartreia pe Deferasirox.

O1 BaBuoAoyieg EQ-5D VAS TTOU TTEPIYPAPOUV TV KOTAGTACN TNG
uyeiag Twv aoBevwv augnenkav kad' 6An Tn didpKeia TNG HEAETNG
ME TNV aUgnon va gival oTaTIoTIKA ONUAvTIKA 0TOUuG 12 JrVveG.

H utrep@dpTwaon o16rpou oTo ATTap £0€IEE pIa TAON PEiwong Kad'
OAn Tn didpKela TNG HEAETNG VW) Ta ETTITTEDQ PEPPITIVNG OpOU Kal
TO KAGOpa £§WONONG apIoTEPNG KOIAIOG TTapépEIvay apeTERANTA.
H cuppdpewaon pe Kai n ikavotroinon atd Tn Beparreia pe 1o
Deferasirox augnénkav kab' 6An Tn dIGpKeIa TNG PEAETNG.

O Mo ouvnBiouévog AGYOg yia TN PN CUPPOP®WON TwY aoBevwv
ATav N apéAEIa Twy aoBevWY.

Agv TTpoékuYay vEa anueia oxeTIKA e TNV ao@AaAEia TNG BepaTreiag
pe Deferasirox.

H mapouoa peAéTn Xpnuartodotibnke amé tn Novartis EAAGG A.E.B.E.
Mapouciaon e-Poster oto 340 MaveAArvio AipatoAoyiké Zuvédplo, 9-11 NogpBpiou 2023

EIZArQrH

¢ H ouppépewaon otn Bepatreia amoaidfipwaong eival (wTiKAG anuaciag yia acBeveig ye B-6alacoaipia yia Tnv TPAANWN Kai

avaoTpoPn TWV ETITTAOKWY aTTO TNV UTTEPPOPTWON CIBAPOU.

- H exteTapévn kai dia Biou 10TPIKA @povTida UTTOPE va €xel ETITITWON otV TToI6TNTA {wng (QoL) Twv aoBevuvi.

To Deferasirox, pia Bepartreia amooidpwang PE IGOPPOTINUEVO TTPOPIA ATTOTEAECUATIKATNTAG Kal ac@AAEIag Kal EUXPNOTO
0000AOYIKO OXUa HIa @Opd TNV NUEPQ, EVIOKUEI TN CUPUOPOWON TwY AcBeVWV Kal QUEAVEl TNV ATTOTEAETUATIKOTNTA TNG BepaTreiag
atmooIdApwong, BEATIWVOVTAG £Ta1 TNV TTOIGTNTA WG TWV UTTEPPOPTWHEVWY HE OidNPo acBevwy TTou egapTwvtal aTréd Tn

UETAYYION.

H peAétn CONVENIENCE agioAéynoe Tig eTMITITWOEIG TNG JovoBepaTreiag pe Deferasirox oTnv €I18IKA yia Tn YECOYEIOKN avaidia

MEO®OAOAOTIA

atd ypaTITr) cuvaiveon.

ToI6TNTA {WNAG, TO TTPOPIA ATTOTEAEOUATIKOTNTAG KOl QVEKTIKATNTAG, KABWG Kal TN CUPMOP@WON Tou acBevoug Kal TV IKAVOTIoinon

atd 1N Bepatreia, o ouVOnKeg KaBiepwpévng KAIVIKAG TTPaKTIKAG oTnv EAAGSa.

* H CONVENIENCE RAtav pia TrapepBartikn, TTPOOTITIKY) JEAETN TTAPATAPNONG 24 UNVWY ot 00BEVEiG UE
B-BaAacoalpia f} OPETTAVOKUTTAPIKH VOOO Kal UTIEPPOPTWON OIdAPOU AOYw PETAYYICEWY, Ol OTToiol gixav RdN
gekivioel Bepatreia pe Deferasirox (S100TTEIPOPEVO OIOKIO) EVIOG 3 UNVWV TIPIV OTTO TNV €VIAEn OTn YEAETN, META

* Ta dedopéva auAAéxBnkav KaTa TNV apyikn agioAdynon (Evapén tng Bepatreiag), kai aToug 6, 12, 18 kai 24 pnveg
JETA TNV évapén, e agloAoynacig pouTivag Kail TTEpIAGUBavav avaoKoTrnon Tou 1aTpIKoU @akEAoU Kal EKBATEIG
AVOAPEPOPEVEG OTTO TOUG A0BEVEIG PE Ta epwTNUATOASYIa EQ- 5D kai STQOLI (emkupwpévn eEAANVIKA €kdoon Tou
Specific Thalassemia QoL Instrument)2.

* AcbBeveig pe diaBéaiun Babuoloyia STQOLI/ EQ- 5D evrdg Tou TeAeuTaiou prva Tpiv aTmo Tnv Evapén tng
Bepartreiag pe Deferasirox evidyxbnkav otnv PeAETN.

» To mpwTelov KaTaAnkTIk6 onueio ATav N aAhayn otn Badpoloyia STQOLI petd améd 6 prveg Bepatreiag pe
Deferasirox o€ auykpion ye T BaduoAoyia Tpiv améd T Petdfaon oe Deferasirox.

H mrepiodog évrtagng otn peAétn ATav atmod Tov Atrpidio Tou 2013 €wg Tov OKTWRpIo Tou 2017.

H peAétn d1e€nxOn oe 15 kévipa amd 6An Tnv EAAGSa.

Baoikd kpiThpla évragng

*HAikia > 14 eTwv, pe didyvwon B-UECOYEIOKAG avaIUiag i} SPETTAVOKUTTAPIKAG avaiyiag Kal

UTTEPPOPTWON OI8NPOU AOYW UETAYYIoEWV
* 'Evapén BepaTtreiag ye Deferasirox < 3 pyrveg mpiv atmd Tnv éviagn
* MponyoUpevn BepaTtreia aooIdPWONG YIa = 3 GUVEXOUEVOUG UIVEG

*Kapdiakry MRI T2* >6 ms kai KAdopa ££wbnong apioTepdg KolAiag = 56% Tov TeAeuTaio xpévo

TpIv amd v évapén tng Bepatreiag ye Deferasirox

Baoikd kpITApI0 aTTOKAEIOHOU
* YoBapn nmaTikf SucAeiToupyia
» EkTipwpevn kdBapaon kpeaTivivng <60 ml/min

TEAEZMAT,

Anpoypa@ikd oToIXEia KOl IOTOPIKO METAYYICEWV TWV AOBEVWV

e XTn peAETN evidxOnkav eAvTa okTw eTAECIpOI aoBeveig, 6TTou To 55,9% (38/68) rTav yuvaikeg kai 44% (30/68) avdpeg. Egrvra emtd aobeveig (98,5%) rrav dvw Twv 18 €TWV eVw
evTaxOnke kal évag Taidiatpikdg acBevig (nAikia <18 eTwv). H péon nAikia (Tutmiki ammokAion, SD) rAtav 39,9 (9,6) £tn.

*  H mAsioyneia Twv aoBevwv (77,9%) rtav diayvwapévol pe peifova B-Balacoaiyia, 10 aobeveig (14,7%) pe evdidueon B-Bahacoaiyia kal 5 aobeveig (7,4%) pe ApETTAVOKUTTAPIKA

Néoo.

* 37 aoBeveig diEkowav TTPOWPA TN CUMPETOXN TOUG OTN HEAETN, KUpiwg Adyw avemOUunTwv oupBdviwv (n=12) 4 aAAayf TNG QOPPAKOTEXVIKAG HOP®RG, aTTd BIAOTIEIPOPEVA OF
eMKOAUPPEVA pE AETTTO Upévio diokia (N=11). H peAéTn Sie§AXON Pe TNV PaPPAKOTEXVIKA Hop®r) Deferasirox dlaoTreipdpeva dIoKia WG QAPHUAKO TNG PEAETNG.

* 31 aoBeveig ohokApwaav Toug 24 pAveg TTapakoAoudnaong oTn PEAETN.

*  Karta nv apxiki agloAdynan, o SIGuecog XpOvog TTou gixe TTaPEABEI aTrd TNV évapén Twv PETAYYIoEWY £pUBPWV alpoaalpiwy ATav 36,0 £Tn [SiaTeTapTnuopiakd eupog (IQR) 28,0-41,0]

* O diGipecog oUVOAIKGG apIBdG HOVAdWY EPUBPWY AIHOCPAIPiWY TTOU PETAYYIOTNKAV TO TEAEUTaIO £TOG TTPIV TNV £vapn Tng HeAEéTNg ATav 25,5 (IQR 19,3-32,8) povadeg.

XapaKTNPIOTIKA ATTOCISAPWONG TWV ao0evwv

« Tpwv Vv oMayny oe Deferasirox, 10 63,2% (43/68) Twv 00Bevwyv AdpBave
ouvduaoTIKA BepaTreia amooidfpwong, evw To 35,3% (24/68) aGMage Aoyw un
OUPPOPPWONG OTNV TTPoNyoUUEVN QapUakeuTKA aywyr (Mivakag 1).

« H péon didpkeia (SD) Tng mepiddou Trapatipnong TG HeAétng Atav 14,0 (9,2)
pnveg.

*  To89,7% (61/68) Twv acBevwv AGuUBave ouyxopnyoUHeEVn aywyn.

¢ H didpeon (IQR) ddéon évapéng Tng BepaTreiag pe Deferasirox Atav 20,0 (16,3-29,8)
mg/kg/nuépa, evw 10 30,9% Twv aaBevwv eixe doan évapgng < 20,0 mg/kg/nuépa.

* H péon (SD) diapkeia ékBeong oTo BepaTreia pe deferasirox Artav 15,0 (9,4) pAveg.

Mivakag 1. Ogpatreio aTooIdApwong TpIv atéd Tnv évapén Tng Bepatreiag pe
Deferasirox

Mpoo@arn Bepameia amooiIdnpwaong — ap. (%) N=68
Aladoyikn Bepartreia amooIdnpwang 1(1,5)
>uvduaaTiKA Bepartreia aTooIdNPWANG 43 (63,2)
MovoBepaTreia 24 (35,3)
MponyoUuevn Bepatreia ammooidnpwong — ap. (%) N=68
Deferoxamine (DFO) 62 (91,2)
Deferiprone (DFP) 52 (76,5)
Ao6yog 31aKOTTHG TNG TTponyoUuevng Bepatreiag — ap. (%) N=68
AvemiBuunTto Zuupav 9 (13,2)
‘EANEIYN aTTOTEAEOUATIKOTNTAG 28 (41,2)
Mn cupudépowaon 24 (35,3)
AANog 17 (25)
EuxapioTieg

O1 ouyypageig Ba BeAav va suxapiotioouv Tnv Mewpyia-=aven Kita (Creative Pharma & HR Services) yia v Bor6sia otnv
ouvTagn Tou KeIPEVOU Kal TNV TTPOETOINACia auToU Tou e-Poster, n otroia xpnuartodoTrenke amd tnv Novartis EAAag A.E.B.E..

MeTaBoAn oTnv mo16TNTA {WAG TWV ACOEVWYV

* H moiétnra {wng Twv acBevwv €ueive auETARANTN OToug 6 WAVEG Ot OXEON ME TNV
apxIKA TIPA (TTpwTelov KaTaAnkTIKG onueio, p>0,05).

* H BaBuohoyia STQOLI eixe pia pikpry 160N peiwong, evw o deiktng EQ- 5D €deige pia
HIKPA algnon aToug 6 Kai 12 pAveg atrd TNV apxIKA TIPA.

* H péon (SD) apxiki ouvoAikry BaBuoAoyia STQOLI [63,69 + (13,63)] utrodeikvue pn
ooBapr) emidpaon oTnv TOIGTNTA  Jwrg, £peive oTaBepr] kol Oev  WeTABARBNKE
onuavtika otoug 6 [60,6 + (15,18)], 12 [64,5 + (14,17)] ko 24 [62,83 * (14,0)] prveg
UETA TNV évapgn Tng peAETNg (p>0,05) (Mivakag 2).

+ O BaBuoloyieg EQ-5D VAS Tou TrepIypd@ouv Tnv KATAOTOON UYEiag Twv aoBevwv
augnenkav kaB' 6An Tn didpkeia TNG PEAETNG.

*  Mia péon adgnon 5,89 otn Babuoroyia EQ-5D VAS Tov pAva 12 amd Tnv apxIikn Tir
aTTodeixOnKe OTATIOTIKG ONUAVTIKA.

Mivakag 2. AAAayn BaBuoAoyiag Tou oxeTigeTal pe TNV moI6TNTA JWNG (TTPpWTEUOV
oTOX0G)*

Emiokeyn Aétng
€

MeTaBAnTn Apxikn 6°s MAvag 12°s MAvag 2405 Mvag
(uécog 6pog TIun (N=52) (N=49) (N=31)
SD)t (N=68)
> UVOAIKN) 63,69 + 60,60 + 15,18 64,50 62,83
BaBuoAoyia 13,63 14.17 14,00
STQOLI**
AMayn aré v = -3,09 (-8,31, 0,81 (-4,33, -0,86 (-6,88,
apxIKn TIEN 2,13), 5,95), 5,16),
p=0,24 p=0,755 p=0,776
EQ-5D**VAS 77,29+ 81,85+ 13,46 83,18 + 82,74 £
14,87 12,07 10,82
AMayn amd tnv = 4,56 (-0,66, 5,89 (0,78, 5,45 (-0,47,
ot 9,76), 11,00), 11,36),
APXIKN) TN
p=0,086 p=0,024 p=0,071

* Nominal p-values are presented
**OI TINEG TWV TTAPAPETPWY TTPIV atrd TV évapén Tng Beparreiag pe Derferasirox opioTnKav wg apxIKES TIMEG
101 peTaBoAég Twy TTpoavaeepBEvTwy PeTaBANTWY agloAoyrBnkav pe Tn dokipr) Wilcoxon signed- rank

BiAioypa@ikég Ava@opég

AANayEG OTIG TTAPAPETPOUG UTTEPPOPTWONG OI8APOU
(aTroTEAEOUATIKOTNTA ATTOOISAPWONG)

H péon (SD) ouykévipwon o1dfipou oTo ATIap ATav 7,7 (7,3), 6,4 (6,2) kai 6,5 (6,3) mg
Felg dw katd Tnv évapgn, otoug 12 kai 24 PRAVEG QVTIOTOIXA, TTAPOUCIAJOVTAG TITWTIKA
TaoN MG XWPIG OTATIOTIKI) GNUAVTIKOTNTA O€ Kavéva Xpovikd anueio (p>0,05).

O1 apxikég péoeg TIPEG (SD) Tng atreikdviong YayvnTikoU guvtoviopoU Tng kapdidg T2* [33,1
(6,6) msec], Tng @eppitivng opoU [1835,4 (2183,3) pg/L] kai Tou kAdopatog £§wOnONng
aploTePNG Kolhiag [66,5% (5,4)] dev TTapousiaoav OTATIOTIKG ONUAVTIKA METABOAA o€ Kavéva
atmé Ta egeTafdueva Xpovika onueia (p>0,05).

ZuppopPwWOoN TwV aoBevwy Pe TN Bepatreia

Y& OAEG TIG EMOKEWEIG TNG PEAETNG TTAvw atrd 90,0% Twv aoBeVWV €ixav «eAIPETIKAY
«TTOAU KaAR» oupuépewaon.

O o ouvnBiopévog AGYOG yia TN Un CUPPOP@WON Twv acBevwv ATav n apéAela Twv
aoBevwv (Mivakag 3).

Mivakag 3. H cuppdépewon Twv aoBeviov OTTWG KATAYPAPNKE KATA TNV TEPiodo Tng
HEAETNG

Emiokeyn peAéTng

MeTaBANTR / XOPOKTNPIOTIKO 6os 1205 180s 2406
MnAvag MnAvag Mnvag MnAvag
(N=53) (N=49) (N=42) (N=31)
Zuppopepwon — ap. (%) 21 26 22 13
E€aipeTik (39,6) (53,1) (52,4) (41,9)
MoAU kaAn 27 20 15 17
(50,9) (40,8) (35.7) (54,8)
KaAn 5(9,5) 3(6,1) 3(7,1) 1(3,3)
MéTpia 0 (0) 0 (0) 2(4.8) 0 (0)
Kakn 0 (0) 0 (0) 0 (0) 0 (0)
A6yog yia pn ESaipeTikn / N=5 N=3 N=5 N=1
MoAU KaA cuppépewaon —
ap. (%)
ApéAeia Tou aoBevoug 3 (60) 2 (75) 3 (60) 1 (100)
Mepiopiopdg KaBnUEPIVWOV 0 (0) 0 (0) 1 (20) 0 (0)
OpacTNPIOTATWV
AvemBUOunTo ZupBav 1 (20) 1(25) 0 (0) 0 (0)
ANo 1 (20) 0 (0) 1 (20) 0 (0)
AuagkoAia atnv kardmoaon rou 1 (100)
Evalwpnuarog
Mn oupudépewan 1 (100)

1. Atkin K, Ahmad W. Living a “normal life”: young people coping with thalassemia major or sickle cell disorder. Soc Sci Med. 2001; 53: 615-626.
2 Lyrakos G, Vini D, Aslani H et al. “Assessment of quality of life in thalassaemia major with the specific thalassaemia quality of life instrument (STQOLI), 12t International Conference on Thalassaemiaand Other Haemoglobinopathies, 14" TIF Conference for Patients and Parents, May 11-14, 2011.

IkavoTroinon Twv acBevwyv atroé Tn Bepatreia

*  H mAsioynegia Twv acBevwyv Tng HEAETNG (~85%) ATV «TTOAU IKAVOTTOINWEVOIY
n «kavotroinuévol» atoé Tn Bepatreia pe Deferasirox (Mivakag 4).

MNivakag 4. H ikavotroinon Twv acBevwv atré Tn Beparreia pe To Deferasirox 6mmwg
KOTOYPAPNKE OTOUG 6, 12 Kal 24 PAVEG TNG HEAETNG

ETrioke! EAETI

6°s MAjvag 12°s MAvag 2405 MAvag
(N=53) (N=49) (N=31)
IkavoTroinon — ap. (%)
MoAU IkavoTToinuévol 23 (43,4) 26 (53,1) 13 (41,9)
IkavoTroinuévol 26 (49,1) 20 (40,8) 16 (51,6)
QubéTtepol 4 (7,5) 2(4,1) 2 (6,5)
AucapeoTnuévol 0 (0) 1(2) 0 (0)
[MoAU ducapeoTnuévol 0 (0) 0 (0) 0 (0)
Ac@adAsia

¢ To 80,9% Twv acBevwyv avépepe avemBuunta oupBdvra, €K Twv oOToiwv TO 48,5%
oxeTiCovtav pe 1o Deferasirox.

«  O1 ouxvoTepa avapepOUEVEG aveTTIBUUNTEG EVEPYEIEG Ta ATAV N aUgnon Kpeativivng oTo
aipa (13 aoBeveig) kal To KoIAlakd GAyog (8 aaBeveig) (Mivakag 5).

¢ To 36,8% Twv aoBevwv avépepe goBapd avemBUunTa cupBdvTa €K Twv otroiwv 1o 20,6%
oxeTiCovtav pe 1o Deferasirox.

*  Ta mo ouxvd avagepopeva ooBapd avemBuunta cupBavta Atav n Tupegia kal n adgnon
TNG KpeaTivivng oTo aipa (16% kai 24% avtioToIxa).

« 31 aoBeveig Tpotrotroincav Tn 86an Tou Deferasirox kai 18 acBeveig diEkowav pévipa tn
Bepatreia pe Deferasirox Adyw avemmOUUNTWY CUPBAEVTWY.

*  Aev TapatnpriBnkav Bavarol katd Tn diIdpKela TTapakoAoudnong Tng PEAETNG.

Mivakag 5. ZUvown TwvV TTI0 CUXVA avoa@epOpevwyY AvemOUunTwy Evepyeiwv
ApiBp6g acBeviov [N=33, (%)]

MpoTipwpevog 6pog — ap. (%)

ZuvoAIk6G ap1Buog [N=95, (%)]

Koihiakd @Ayog 8(24,2) 10 (10,5)
AUEnoN TNG apivoTpavoeepdong aiavivng 2(6,1) 4(4,2)
AABoupivoupia 5(15,2) 6 (6,3)
Algnon kpeativivng oo aiua 13 (39,4) 14 (14,7)
Meiwon veppikig KGBapPaNg KPEATIVIVIG 3(9,1) 4(4,2)
"EAAEIYN QTTOTEAEOHATIKATNTAS 3(9,1) 4(4,2)
FaoTpimda 3(9,1) 3(3,2)
[FaoTpooicoayikf TTaAivdpounon 2(6,1) 3(3.2)
MikpoAgukwpaTivoupia 2(6,1) 3(3,2)
Naurtia 3(9,1) 3(3,2)
Mpwrteivoupia 2(6,1) 3(3,2)
AUgnon Twv TPAVOaUIVACWY 2(6,1) 3(3,2)
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KYTTAPA TYNOY GAUCHER 2THN ENAIAMEZH OAANAZZAIMIA: OA MINOPOYZE NA EINAI MIA NPOKAHzH;

B.Kopvnvakal, N.MAeBapn?, INKapkaAetong?, ©.KapkaAetons3, ©.Avépoutodkoc?, K. Aakiwtakns, |. Ntavaonc-2tabomoulocs, E. NteAdkn?, ETEépmocs
1Kévtpo Epmelpoyvwpoouvng Zmaviwy Atpatoloyikwy (Awpoodatpivonabeiwy) & Inmaviwv MetaBoAwkwy (v.Gaucher) Noonuatwv, TNA «Aaiko», ABriva
2latpikn) 2xoAn Otto von Guericke University Magdeburg (OVGU), May&suBoupyo, lepuavia
3latpikn ZxoAn, Charité — Berlin University of Medicine, BepoAivo,leppavia

2Kkonoz

Ta kUTTapa TUTIOU Gaucher givatl pakpodaya Tou HUEAOU TwV 00TWV
(LotiokuTTapa) Kot Stakpivovtal SUokoAa armo ta kuttapa Gaucher.
Mepypadovrtal oe Stddopa voorpata, aAAd UTTAPXOUV
TIEPLOPLOUEVEG BLBALoypadLKEC avadOopEC OXETIKA UE TNV TAPOUCLA
Toug otnv evllapeon Balaocoaiuia (EO).

JKOTIOG LG VOL TIAPAOECOUE TNV EUMELPLA aG KL VOl
gumAouticoupe tn yvwon oto nedio auto.

YAIKO - MEOOAOZ

Nepypadoupe dVo aobeveic pe EO kot kuttopa tUTou Gaucher oe
Boyieg atpomointikoL LoToU:

*acBevn¢ mou Stayvwaobnke pe EO ota mAaiola dtepevvnong
KUTTAPWV TUTIOU Gaucher og ooteopueAkn Blodia kat

*a00Bevn¢ pe EO, moAAamAG pugAwpa (MM) kat KOTTapo TUToU

Gaucher og Bloiec puehol ootwv Kot OTIARVA.
Ta KALVIKOEPYOOTNPLOKA OTOLXELOL CUAAEXBNKOV Qo Ta apxeia Tou
KEVTPOU.

ANOTEAEZMATA

vMEPINTQZH 1

H Slepevvnon yuvaikag 56 eTwV PUE OOTIKEG AAAOLWOELC,
OTIANVOUEYQALQ, UTIOXPWHLN KLKPOKUTTAPLKA avaltpia Kot kttopa
TUTou Gaucher otnv ooteopueAkn Boyia odnynoe oe SLoyvwoTIkO
SIAnppa.

O SLayvwoTIkog €Aeyxoq: dpaoTtikotnta B-yAukooldaongc,
xtrotploowdaon, Lyso GL-1, nAektpodpopnon ASUKWHATWY,
avoooodalpiveg, avoocokaBnAwaon opou/oUpwv, TOCOCTO
TIAQCLATOKUTTAP WY 00TEOUUEAKNG Browiag, ber-abl, JAKV617F,
nAektpodopnon atpoodalpivng, LOPLOKOC/ATIELKOVIOTIKOG EAEYXOG
QATEKAELOE AUCOOCWLKA 0OPOLOTLKA VOOT)LOTAL KOl OLLLOTOAOYLKEG
KotkonBeLec.

H dtayvwon mou enPBeBaiwbdnke Rtav Evoldpeon Oalacoatuia.

4KAwikn MaBoAoyikric Duotoloyiag, TNA «Aaikd», ABrva

SA" Epyaoctrplo MaboAoyikng Avatopikng, latpikn 2xoAn Mavemnotnuiov ABnvwy, ABrva
6@epamneuTikni KAwvikn, latpikr 2xoAn MNavemnotnuiov ABnvwy, ABrva

Y TEPINTQSH 2

Avbpog 69 eTwv pe EO, HOVOKAWVLKH YOUUOTABELD AyvVWoToU onuaciog
(MGUS), 00TIKEC AAAOLWOELG KOl aveVPeoT KUTTapwV TUTtou Gaucher oto
HUEAO TWV 00TWV Kal Tov oTARva Atav uno Slepeuvnon yla mbavn
ouvunopén AucoowLKOU aBpoLoTIKOU VOO aTOoG, Lolaitepa TG vooou

Gaucher (GD).

O SlayvwoTikog EAeyxog emiBePfaiwoe etepoluywrtia tng GD: Spaotikotnta B-

yAukooldaong, xtrotplooldaon.

Ytov aoBevr n MGUS g€elixBnke oe MM yLa to omoio €éAafe Bepaneia.
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2YMMEPAZMATA

*Ta kUTTapa tumou Gaucher eivat 8UokoAo va dtadoporotnBolv amo Ta MPAYUATIKA KUTTApa
Gaucher, mou eivat to oo katateBgv Tng umoyiag Tng GD. Ta KUTTOPA QLUTA ATIAVTWVTAL
ouvnNOBwe oto Aepdo-alpoToLNTIKO CUCTNUA.

*Exouv meplypadel oe HUEAOUTIEPTIAACTIKEC SLATAPAXEC, ALUATOAOYLKEC KOKONBELEC, AOLUWEN
Voo Hata, atpoodalpvormabeleg Kot AAAEC ALUOAUTLKEC OVOLILLEG.

»H nopovoia kuttdpwv tunou Gaucher o aoBeveic pe peilova Balaocoatpio €xel
TEKUNPLWOEL EMAPKWC, EVW UTIAPXOUV TIEPLOPLOUEVEC AVADOPEC OE TIEPUTTWOELG LE EVOLAUEDN
BaAaocoatpia. H Tautonoinon autwy Twv KUTTApwVv otn Balaocoaipia mboavwe avtavakAd to
uPNAOG KUTTAPLKO turnover.

*OL OOTIKEC eTLITAOKEC 0T GD ko tnv EO Sev €xouv akopn e€nynbel mAnpwc otn BipAoypadia.
Ytn GD n cucowpeuon TwV KUTTAPWV Gaucher oto PUEAO TwV 00TWV Bewpeitat OTL TPoKaAEl
ETEKTOON TOU £pUBPOU UEAOU YEYOVOC TTIOU EMNPEALEL TNV QyYELWON TOU 00TLKOU PAOLOU, EVW
N ouoowpEeUon Tou YAukooepeBpoaldiou mpokaAel evepyomoinon Hakpopaywv kot aAAAYEC
otnv €kdpaon Kutokwvwv. Ot Stadikaoiec auteg Bewpeital 0Tl CUPPBANOUV OTLC OKEAETIKEC
€KONAWOELG TNG VOOOU.

*3tn BaAacoatuia, n arttoAoyla Twv 0oTIKWY Slatapaxwyv Bewpeital TOAUTTOPAYOVTIKA:
ETEKTOON MUEAOU TWV 00TWV, UTLEPPOPTWON oLdrpou, EVOOKPLVOTIAOELEG KAl KUTOKIVEC.

» Eyelpetal 1o epwtnua €dv ta KUTTapa tumou Gaucher dtadpapatilovv maboyeveTikd poAo
OTLC OOTIKEC BAGBeC otn Badaooatpia, BEwPWVTOC TA W EVEPYOTIOLNHEVA LaKpOPp Ay TTOU
emipEpouv aAAayEC 0TV €kdpacn KUTOKIVWV OTIWE EUMAEKoVTAL Ta KUTTapa Gaucher otLg
OOTLKEC EMUTAOKEC TNC GD.

* OL aLpaTOAOYLKEG KaikonBeLeg meplypddovtat otn GD, pe to MM tn ouyxvotepn.
> H 2n nepintwon eyeipel To epwtnua edv n etepoluywtio GD Ba Stadpopdtile maboyeveTIKd
POAO 0TV avénon tou KivdUvou KakonBeLag.

** AeSoUEVNG TNG OTIAVLOTNTOG KOL OLLOLOTNTOG TWV KUTTAPWVY TUTIOU Gaucher kot Twv KUTTAPWVY
Gaucher, Ba Bé\ape va TOVICOUPE OTL N TTAPOUCLA TOUG OTO MUEAO TWV 0OTWV SEV TIPEMEL VAl
niapaBAEneTaL kol amattel ektetapévn dStayvwotikn dtepevvnon, KaBwg Umopel va armokpUTITEL
HLa uTtokeipevn maBoAoyia, akoun Kat kakonOeLa.

BIBAIOTPADIA

1.  Beutler E. Gaucher’s disease. N Engl J Med. 1991;325(19):1354-1360

2.  Zaino CE et al. Gaucher’s cells in thalassemia. Blood. 1971;38:457-462.

3.  Gajendra S, Sachdev R. Pseudo-Gaucher Cells in Thalassemia Intermedia. Int J Surg Pathol. 2015;23(5):370-371.

4 Gaudio A, et al. Pathogenesis of Thalassemia Major-associated Osteoporosis: A Review with Insights from Clinical Experience. J Clin Res
Pediatr Endocrinol. 2019;11(2):110-117.
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2MANIA CAP +41 to +44 [HBB:C.11_-8DELAAAC]/ NI METAANAZH ZTHN 5;UTR TOY TONIAIOY THZ B 2 AIPINHZ KAI TENETIKH XYM BOW\EYTIKH
2. Osobwpidoul, E-E Ntehakn?, E Y avtn?, E Bhaxakn3, X Mmoutapn?, I Mavtlou?, X Kapumiboul, M. AnpomovAou?Movada

i

INMNOKPATEIO
FEN ) EIO

IKO NOZOKOMEIO

2Kevtpo Eumelpoyvwpoouvng Aipood apvortaBewwyv, Naikd Noookopeio ABnvwv

MpoAny ng Meooyelakng Avatpiag, NYAwpodooiag, LN.O. Immokpdtelo Wﬁ
3Movada Meooyelokn¢ Avalpiog kol ApemavokUTTapLKAC vooou EvnAikwy, LN.O. Itmokpatelo

KENTPO EMNEIPOTNQMOZYNHE ZNANIQN
AIMATOAQIIKQN (AIMOZAIPINONAGEIQN) &
METABOAIKQN (v. GAUCHER) NOZHMATQN

JKOTLOC TNC HEAETNG: Ot opoodalpvondBeleC amoteAoUV TG TIUO EKTEVWC MEAETNHEVEC VEVETIKEC TABAOEL pe TOwIAn doawotumiky ékdpoaocn. Imdviee petaAAdelc, oL omoieg eivat
OLWMNAEC, avayvwpilovtal pe poplako €Aleyxo. Mio amd T «owwrnnAES» B petaAldéelc petaéy tou 5 kat 3’ dkpou NG pn petadpacpevng aAAnAouxiog tng tou yovidiou HBB €xel amag
avadepBel otn BBAoypadia otnv Kiva xwpic opwe StobBéowa atpatoloyikd dedopeva. Ektote, dev umdpyouv OSlaB€opec avadopeC yla aUTHV Tn omavia HETAAaén eite oe etepoluyo
kotdotoon gite oe aoBeveic pe evolapeon Balaocoatpia. AvadEpou e Tnv mepimtwon evog 36xpovou avtpa amod tn Bopeta EANGSa mtou StayvwoBnke wg etepoluywtng tng 5’'UTR; +41 to +44 [HBB: c.-
11-8delAAAC]/NI petaAAaénc.

YAtkO Kol MeBodoc: O efetalopevoc maparméuddnke yio Siepelivnon atpoodatpwonddelac poll pe tn ovluyd tou otn Movada MpdAngng Meooyelakic Avaipiog kat umtoBAfBnke otov
EPYAOTNPLOKO EAEY)O TTOU TtEPLAUPBAVEL

e oLuatoAoylkn avaivon, &PBloxnuikn HeEAETN atpoodatpivng pe vypn xpwpotoypadia vPpning armodoonc (HPLC) ry/ kat tpyoeldikn nAektpodopnon,

* HEAETN emypiopatoc epldpePIKOU AUOTOC &WOUWTLKY avtiotaon epubpwv Kot

* VEVETIKO EAEYXO, OTAV OTTALTE(TAL.

ArtoteAéopata: Ta awpatoloyikd dedopéva Tou efetalopevou nrav we e€AG: emimeda Hb 15.2 g/ dL, ap®udg epuBpokuttdpwy (RBO) 5.00x106/ mL, pécog dykog epuBpokuttdpwyv (MCQV)

92.1 fl, uéon meplektikoTNTA alpoodalpivng (MCH) 30.5pg, pe twun ¢eppitivng 24 ng/ ml, apvntikd teot Spenavwonc. o emnixplopa nmeptdeptkol aipatog £6elée aviookuttapwon kal n HPIC
(Biorad- Variant) €6&w&e HbA2 3.4% kot HoF 0.5%. O €Aeyxoc tn¢ ouluyou Tou acBevouc aveédetée tipun Hb 11.0 g/dL, RBC 5.58x106/mL, MCV 64.0 fL, MCH 19.7pg, pue twuni deppurivng 33 ng/mL, HbA2
4.9% kot HbF 1.5%. Mepaltépw YeVETIKOC EAeyXOC SlevepynBnke HETA amo evripuepn cuykatdBeon tou {euyaplov kat amokaAudOnke 5'UTR; +41 to +44 (-AAAC) petdaAlaén oe etepoluyo popdn otov
avtpa. O yeVeTIKOG €Aeyxog TN oulUyou tou £6¢eLfe Tputhactlacpevo a yovidio kot IVSI-110 G>A/NI. Anto tnv nmpwtn avadopa otnv Kiva, dev umnpéav avadopEg yla auth T onavia PeT@AAaln site
oe etepoluywtia eite oe aoBeveic pe evdlapeon Balaooatpio. APKETEGC AANEC UETAAAALELC TTOU EUTAEKOUV QUTAV TNV TIEPLOXN TIoU peTaypadetal aAAd dev petadpadletol €xouv Tmeplypadel e
Slddopouc Ppatvotumoug, ite MANPWCE OLWMINAEC elte TapopoLleg pe AAAeC popdeC TNG B OaAaocoatpiag pe Alyotepo avwpaAoug Seikteg katl oplakd avénueva enimedo HbA?2.

JUUTEPAOHOTO: H petdAAaén +41 to +44 (-AAAC) mou avayvwpilotnke oe autrv tv meplox Bewpeital «owwnnAi» pe evdeifelc anouaoiag enidpaong otov HETAPPACTIKO AVTAYWVIOUO 1 pLa
OXETWKN Helwon otnv mapaywyn tou MRNA. O atpatoAoylkog Ppoavotumog Tou €tepoluyou dopea TNC UETAANAENG NTav GUCLOAOYIKOC ME povn €vdeln tnv Nrua avénon tng HbA2. Eival yvwoto
OTL N OUVKANpovopnon Tou TPUTAACLACHEVOU a yovibiou pe peTaAAdéelc B Balaocoalpiag (owg UETATPENMOUV TNV aCUUMTWHATIK) dopeia B Balacoatpioc o o coPapri popdr. H yevetikn
oupBouAeuTiki ywa tov cuvbuacpo tng 1VSI-110 kat +41 to +44 (-AAAC) peTAAAAENG LE TNV CUVKANPOVOUNGCN TOU TPLTAACLACHEVOU o Yyovidiou €yve oto {euydpL MEPLYPAPOVTOC TIG TIEPLOPLOUEVEC
avadopec kat tn ownnAn €kppaon g 5'UTR; +41 to +44 (-AAAC) petdAlaénc. Qotoco, aAAnAemidpaon owmnnAwv HETAANAEEwV pE AAAeC popdec Balaocoalpiag lowg odnynoouv oe Mo
oofapnc popdnc pawvoturo.

BiBAoypadia: 1.https://www.ithanet.eu/db/ithagenes?ithalD=40 2. Huang SZ, Xu YH, Zeng FY Wu DF, Ren ZR, Zeng YT, Anovel beta-thalassaemia mutation: deletion of 4 bp (-AMC) in the 5' transcriptional sequence., British journal of haematology,
78(1), 125-6, 1991, 3. Frances \, Morlé F Godet J, Functional analysis of the 4 bp deletion identified in the 5' untranslated region of one of the beta-globin genes from a Chinese beta-thalassaemic heterozygote., Br. . Haematol., 84(1), 163-5, 1993.
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EMMEIPIA TPIQN ETQN 2TH XOPHIHZH LUSPATERCEPT A B OANA22AIMIA 2E ENA KENTPO

E. TooAac, H. Taoon, K. Nanabavaciou, A. Bacoou, A. louywmnouAou, A. KupltalomouUAou, X. XapoAaunidou, A.-E. Kovumnng,
E. AmtootoAibou, B. TewpyoUAng, A. Asovapdog, E. XatlnuxanA, E. Kaan

Awuatoloyikn KAwvikn, Maveriotnuiako Meviko Noookoueio lwavvivwv

2KOMNoO2

H xatoypa@r) Tov 0£00UEVOV 0o T
yoprrynon tov luspatercept oe o Movdoa
Mecoyelakng Avaiuiog tnv televtaio TpleTia
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ANOTENEZMAIA

o IIpokerrar ya 11 acOeveic (6 yovaikee, 5 avdpec) ue ddueon nhkia 43,7 €t (34-57) pe peilova Oalaccapio 6to 82% kot evdidueon
oto 18%.

CATO TO OTOMKO 10TOPIKO  KoTaypagovior cvyvotepec petoAragerg IVS-1-110 G>A, Cd39 C>T ko yovotvmog BP0 oto 27%,
onAnvexktoun oto 54,5%, koAmwkn popuapovyn N OpouPoeuPoikd encicdolo oto 27/%, octeondpwon oto /2%, Aevkopatovpio oto 18%,
vroOvpeoeldIcog oto 18%, eotiec e€muveknc apomoinong oto 54,5%.

“*'Eva étoc mpwv ™ yoprynon luspatercept n owdpeon Ty povadmv epubpav ntav 48,5 (19-106), n didueon tiun aposearpiviyg 9,8 g/dL, n
otaueon T eepprrivng 1105 g/l (101-2202).

*Movo tpeig acbeveic (27%) Bpiokovtor vwd aymyn ue didueon odpkeia yopnynons 16 unveg (6-24) . H d6on tov papudkov avEndnke
oTovg 2 amd Tovg Tpelc acheveic oe 1,25mg/Kg Aoy pn avtamdkpiong N amOAELNS GTNV AVTOTOKPIO).

¢ To m0c00Td pelwoNC TV PETAYYIGEDV LOVAO®MV EpLOPDV Yo TOVE TapaTave acbevelc Epbace oto 40%.

“*T'ta Toug okt acbeveic Tov dEKOYAV, TO SIAUESO YPOVIKO dtdaTnuo yoprynone oy 9,62 unveg (1-21 unqveg) kot o aplOuds tTwv d0GE®V
14,38 (2-30).

110 Toug mévie acOeveic 0 AOYog d1OKOTNC NTOV Ol TOPAKATM avemBuuntec evépysieg (UE GEPA UELOVUEVIC CUYVOTNTOGC): OCTIKA GAYN,
avénon ¢ LDH, évtovn kémwomn, eueavion vEémv &0TIOV €EMUVEAIKNG olpomoinone. e ovo acbeveic 1 dwukomn €ywve AOY® uUn
avtoanokpiong otn Oepaneio kot Evog aohBevig O1EKOYE KOTOTTLY TPOCMTIKNG TOV MOV UING.

Hatzimichael, E., et al, Diseases, 2022

YAIKA KAl MEOOAOI

AvOOpOUTKN KOTOYpapr] 6TOl eIV acevav
ue peifova ko evoldpesn Balocacaipio Tov
Elafov To PAPLOKO

2YMMNEPA2MATA

> H yopniynon luspatercept umopei vo peiwoel Tov aptOud Kot T cuyvoTnTo,
TV upetoyyicewv o€ acBevelc pe B uecoyelakn avaiuio, Kvopiowg o€ OGOV
eLPOVICOVY TNV EVOLALECT LOPPT).

»H peioon tov petoyyllduevov povadmv cuvovdletal Ue T
ueimon o€ @OPTIOoN UE GIONPO KOl OTOPLYN KIWWOOVOV TNG
uetdyyone (m.y. aAloovocomoinct), GAAEPYIKES OVTIOPAGELS),

> Tlapora ovtd povo 11 aceveic EhaBav to Paprako kot og Sihotuo tpidy 0P ot 0oDeveis pmopei va £xovv okponpobesiio 6Pero.

ETOV ovveyilovy UOVO TPELS, UE KOpLL ontiot OKOMNG TIG ovemBounteg

EVEPYELEC.

» Xy konuepwvn kKAvikn mpaén ot acbeveic Ba mpémer va
evBappuvovtonr va AABovv To PApUOKO, £POCOV OEV LTAPYEL
aVTEVOELEN, OAAG KOl VO, KOTOYPAPOVTOL GLUGTNUOTIKE Kol Ot
avETOLUNTEG EVEPYELEC.
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H MPOINCQ2TIKH 2ZHMAZIA TOY ME2OY OI'KOY AIMOTNETAAION
2T0Y2Z A2OENEIZ ME 2YMOOPHTIKH KAPAIAKH ANETAPKEIA

E 200ykocg!, A KaAea?, 2 'pnyopladng!, A Zmaxiou!, A l'ewpyakomouAoc', | Boyiatdnc'

1IKapoloAoyikn KAwvikn Noocokopeiou BEpolag,

2[polotapevn AlpatoAoyikng KAwvikng kat MMMO Noocokopeiou «I MamavikoAdou» Oe6oaAovikng

Etcaywyn

H ZupgopnTtiki Kapdiakr Avettdpkela (ZKA) gival éva onuavTiké TTpdRAnua
ONuAOoIag UyEiag TToU OXETICETAI UE augnuEVN BvnTdTNTA KAl vOoonpoTNTA, KE
eTnpeacpEvn TroldTnTa wng. O pEoog Oykog alpotreTaAiwyv (Mean Pletelet
Volume -MPV) gival évag O€ikT yOTT0iNONG TWV QIJOTTETAAIWV.

TNG EPYATIAg Eival va EKTIUN apxel dlagopa otov MPV o€ aoBeveig
ME OUNQOPNTIKA KAPOIOKK QVETTAPKEIA KAl VA UTTOAOYIOTEI N TTPOYVWOTIKA
TIuA Tou MPV o€ un avTippOoTTOUPEV CUNQOPNTIKI KAPBIOKK AVETTAPKEIQ

YALKO Kdl MEBodol

MeAetiBnkav 281 diadoxikoi acBeveic (182 advopes — 99 yuvaikes, YEONG
nAIkiog 64,71+11,87 xpovwyv) Tou voonAsubnkav oTtnv KapdioAoyiKr)
KAIVIKH) ME DIAyvwaon KapOIOaKN G aveTtdpkelag. ATTO auTtoug ol 120 acBeveic
(Oudada A, 85 avdpeg — 35 yuvaikeg, péong nAikiag 63,24+
gixav 2ZKA pn avtippotroupevn Kal ol utroloitrol 161 aoBe
B, 97 avdpeg — 64 vyuvaikeg, péong nAikiag 65,81+11,52
vOoonAeUTNKaV ME KAPOIAK QVETTAPKEIQ QVTIPPOTTIOUMEVN. EKTIUA
O1GpOoPOI TTAPAYOVTEG KAIVIKOI, aIuOTOAOYIKOI Kal BIOXNMIKOI Kal Ol QOBEVEI
TTapakoAouBrénkav yia éva xpovo.

ATmoteAEocpata

O MPV Atav onuavTika upnAdtePoG oTnV oudda A CUYKPITIKA JE ThV

oudda B (11,78+1,12 vs 10,23+1,78 — p=0,03).

55 aoBeveic TEBavav katd TN diIdpKEIa TNG TTapakoAouBnong (Eikéva . ROC Curve
1).

H BvnoiydtnTa cuoxeTioTnKe PE TNV NAIKIA, TN CUCTOAIKY) apPTNPIAKA
TTiEon, TNV TTiEON TTVEUPOVIKAG aPpTNPIAG, TNV KPEATIVIVN KAl oupia Kal
Tov MPV. 21NV TToAuttapayovTikiy avdAuon o MPV kaBopioTnke wg
avegaptnTog Trapdayovtag Kivouvou yia Bvnrotnta (OR=1,58 — 95%
AE=1,034 — 2,354, p=0.038).

H ROC avaAuon £0¢i1¢e ot Ta etTitreda MPV oTnv elcaywyn nrav
€Vag TTPOYVWOTIKOG TTapdyovTag OvnTéTNTOG - TTEPIOXI KATW ATTO THV
KautruAn (AUC) yia Tn Bvntétnta oto voookoueio frav 0,756 (95% AE

0,636 - 0,789, p=0,003) ka1 yia Toug 12 Prveg TTapakoAoubnong Rrav , , , , , ,
0,815 (95% AE 0,74 ¢éwc¢ 0,877, p<0,001, avrioToixa (Eikdva 2). T ey

Diagonal segments are produced by ties.

AUC=0,745 | P=0,003

0,5

o
m

Sensitivity

o
.

ova 2: ROC kaptrUAeg rou deixvouv ot Tipég MPV> 12,5 deixvouv Kivbuvo Bavdrou pe
noia 83,4% kau £181k6TNTA 75%

g

Zupnépaoua

5

aTov 1 xpévo TapakohoUBnong

O MPV cival au¢nuévog o€ aoBeveic ye un avrippotroupevn ZKA. ETriong,
o MPV ¢ival évag avecdptnTog TTPOYVWOTIKOS TTapAyovTag BvntotnTag oTo
VOOOKOWEIO Kal o€ 12 YAveES TTapakoAoudnon,.

nTGTATA

.

Xpévog (NHEpsg)

Eikova 1:
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