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Thalassaemia was defined as a clinical
entity in 1925 when Dr. Thomas B.
Cooley presented a paper at the annual
meeting of the American Paediatric
Society describing five young children
with severe anaemia, splenomegaly, and
peculiar bone abnormalities.

Cooley TB et al. Trans Amer Pediatr Soc 37:29, 1925.
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HooWaipivng

Structure of haemoglobin

heme group

Red blood cell
(erythrocyte)

ﬁ
(qH) uigojbowee

Each erythrocyte (RBC) contains ~270 million haemoglobin molecules



* To péoo epubpo aipooyaipio mepiexel 350
eKATOUUUPIA HopIa dipoogaipivng, kabiva
aTmo Ta oTroid PTropeEi va petapépel 4 popia
oCuyovou.

« H oUvBeon Tnc aipooypaipivne e€aptdral amo
Ta yovidid ToUu opyaviopouU . 2ThV TTEPITTTWON
TIOU KATold yovidia givar TaboAoyikd, n doun
N N TOOOTNTA TNG AIdog@alpivng OgV €ival n
OWOTA We amoTéAeopa n Tapoxn oguyovou
TPOC TOUC 10TOUC vda gival HIKpOTEPN, HId

kaTdoTaon Tou ovopd{eTal avaipia
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AEMORPALPINOTTAOEIEZ

Eivair kAnpovopikég diatapaxég Tng ouvBeong Thg
aiuooaipivng, Tou opeiAovTal g€ yovidiakd aiTia.
ATIoTEAOUV Hid atrd TIC OUXVOTEPEC YEVETIKEC
diaTapax€C Tou avBpwTrou.

AiaipoUvtal o dUo Karnyopieg:

I. AuTtég mou 0dnyouv oc ToOOTIKA diatapaxni Tng
aioopaipivne (OaAacoaipisg)

IT. AuTéc Trou odnyouv o€ TolOTIKA diaTapaxni Thq
doung Tnc aipoowaipivng (Aipoopaipivomddeieg)
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AFARPE2H AIMOZ3AIPINOTTAGEEWN
I. OaAacoaidieg IT. AiooypaipIivoTrdOeIeg
Mia amo TIC TOAUTTETTTIOIKEC TapaywyR avwpaAng
aAuoideg TnG aigooaipivng aIpoaaipivng
TApAYETAl 0 XAUNAOTEPO

* HbS eival n mo ouxvi

TTO000TO avwpaAn Hb
* a-OaAacoaipiecg « HbC

* P-Bakacoaipieg » HbD omavidTepa
» KAnpovopikn apapovi e HbE |
TG epPpUTKNG . HbO
aigoopaipivne HbF :
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OPIZMOZ

O1 BaAacoaipieg amoteAoUv eTepoyeVA oldda KANPOVOUIKWY
voonpdTwy Trou ogeihovTal ge yovidiakeg pAaPeg, n omoia Umopei
va givar EAAeIyn e yovidio N HeTAAAaln Twy nsnnémwv aAugidowv
TG dIH00YaIpivng, o1 0TToiEG 00NYOUV g€ EAATTWON HEXPI TTANPN
avaoToAn ThG Tapaywyng HIdg N TEPICOOTEPWY ATIO TIETITIOIKEG
aAUoou¢ ThG aluoocpalplvng AUTo UTTopEi va npoxa/\sosl TNV
oUvBeaN UN YUAIOAOYIKWY LOPiWY AIHOOYAIPiVNG Kl ETOPEVWG Va
TIPOKANOEI avaiyia, To XapakTNPIoTIKOTEPO yvVWwpIopd ThG vooou

XapakTnpiCovTal amd ToooTIKA Kal 6X! TTOI0TIKA diatapaxh oTh
ouvOeon piag n eplogoTEPwY AaAugidwy TNG dipoopaipivng.

Eivai amoTéAeopa peTaAd€ ewv Tou odnyouv oe €TMIAEKTIKA
aveTdpkeld ouvOeang Twy a- R P-aAUowv.

KAnpovopouvTai He Tov CWHATIKO UTTOAEITTOHEVO XAPAKTAPA
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AIAKPIZH MEZOFEIA}

XwpileTtai oe diapopec umooHadeg avaAloya He Ta €idn
TWv aAucidwv mwou dev mapayovrai :

a-Meooyeiakn Avaigia

P-Meooyeiakn Avaigia (mo copapn)
po: dev mapayovral P-aAugideg
pP*: eAaTTWiéEVN Tapaywyn p-aAucidwyv

0 : dev mapayovrail 0-aAuoidec
Y : O0ev mapayovrail y-aAucideg
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ANAZZ ATMIC)N

2¢e 0TI apopd Thv maBoyuoioloyia Twv
BaAacoaipiwy UrdpXouv TPEIG TNUAVTIKEG dlaPopEg
pueTall a- kai p-OaAacoaipiac:

l.o'roug TEPIOOOTEPOUG TUTTOUG - -BaAacoaipiac n oiarapaxn
givail gia onuslaKn uem)\/\a&n, eEVW oThV a- Ga/\aooalula givai n
amwAegia oAOKANPWY TUNHATWY YeVETIKOU UAIKoU (UTtdpxouv
bépaia e€aipéaeic)

2.n évap&n Twyv ouunTwpdTwy oThy a-Balacoaiyia yiveral
amo TN onvun ThG YEvvnong, agou diatapdooovTal h HbA kai
n HbF. 2tn p-BaAacoaipia Ta oupnTwpara egeavidovral 6
HAVEG HETA Th yévvnon 316TI TOTE h TTdpaywyh TWv -
aAugidwv @TAvel 0TO UEYIOTO

3. n aitia Tn¢ avaipiag otn p-Gakacoaipia givar Kupiwg h pn
amodoTikA epuBpoToinon, ev othv a-BaAacoaipia h
TTEPIPEPIKA aigOAuan.
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-OaAacoaipiac

« AveTtapkn¢ Ttapaywyn Hb

e BAAPN TWV KUTTAPpWV TNC £puBpdc ocipdcg

« O1 mAeovdCouoeg P ahucideg oxnupartiouv TeTpapeph Hopid
(b4), Ta omoia eivar pev aotabn kai kaBi{davouv oThv KUTTAPIKNA
HeuPpdvn, dAAd eival gxeTIKA oTaOepdTEPa AT TA TETPAUEPN
a4, Ta omoia oxnuartiovrar otn p-GaAacoaipia. AmoTeAcopa
auTtAg Thg diagopd¢ eival To yeyovog 6OTI N Kkabilhon Twv
TETpAuePWV Kal N PAAPn Tng KUTTAPIKNG HeUPpAvVNG emEpXETal
apyéTepa oTnv a-BaAacoaidia Kar  dgopd TEPIOOOTEPO Td
KUKAowopoUvTa ¢€puBpd, TA oToid KATAOTPEWOVTAl TeEAIKA
Tpwiga oTo omARva. H a-ea/\aooamia, AoITTOV, EKONAWVETAI WC
Eva Xpovio diHOAUTIKO voohud.
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pyaoTnpiakn
n

‘Hmioi a-OaAacoaipgikoi @aivoTumol
AouprTwyartikoi wopeic) (-a/aa, aa/--,a/-a)
«  Aigooypaipivonda®csia H (--/-a)
Avaigia, iKTepo¢, nmaroowAnvopeyaAia
HA/Hb: HbH (p4) 2-40% + A, A2, F
« Euppuikoc Udpwy(--/--)
Evdountpioc ©avaroc n ©avaro¢ apéowg HeTa
Zgz)vévvnan. HA/Hb: HbBarts (y4) + HbH
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H p-peooyeiakh avaipia givar gid v6oog e
aug¢nuévn ouxvoeTnta otn Meaoyelo.
XdpakTnpiCeTal améd Th HEIWHEVN N TTAVTEAR
EAAeIyn ouvBeonc aigoopaipivnge A Aoyw
aduvapiac ouvBeonc Twv P- aAugidwyv TNC

* YTmdpxel £€AIpETIKA HeydAn TToIKIAiG HOPQWY,
avdAoya pe To av UTtdpx el ooCUYWTIKA N
€TEPOCUYWTIKA KATAOTAON Kal AV UTIAPX €l

TTARPNC K HEPIKA aduvapia Ttapaywyng

aAucidwv ,
W
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- Idiaitepa ouxvh oToug Aaol¢ Tng Meooyeiou,
Apapec kai Aciarec. Ztnv Kimpo 16%, otnv
Acia 3-8%.

* Ztnv EAAGOa >8% Tou wAnBuopol cival
pop€dc Kamwolov OaAacoaipikol VOORHATOC

: AZATV EAAGda ~ 3,500 aropa mwaoxouv amod
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Normal (<5.0%)

Mild (5.0-19.9%)
Moderate (20.0-39.9%)
Severe (240.0%)

No data

(NE0E

Eixova 1.3 Doyvotyra sppavians avaipias oe nayxocuio exinedo (Myypj: World Health Organization, 2015)
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+1:7 (15%) katoikou¢ eival popéac TnC
P-Meooyeiakng avaluiag

<1:158 veoyévvnra avapeéveTal va waoxel
amo P- oquwo HEOOYEIAKA avaiyia

<1:1000 aropa Tou wAnGuouou waocxouv
and P-opoluyo ueoovelakn C(VC(I|JIG

20-25% Tou ™AnBuUoHoU tcival @opEac
NG a- GaAaaaaluiag

+1:500 (0,2%) civar popéag Tng
6pe1rav0KUTTap|Kng avaipiac
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Meilwv
OaAacoaipia
(h v.Cooley)

[flovoTUuTIOC:
po/pe f p*/p*
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Evdidueon p- EAdooov
OaAacoaipia (eTepoluyn
(eTepoluyn e pN) p-

U ) ia

+

>
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n p-OaAaocoaipia

* ErepoluywrTia @uoioAoyikng kai ® nafisied vnace
ﬂGGOonlKﬁg ﬁ I Father Mother T
e [ovétumoc: p/PN A p/pN K po/pN ®@ ®C
¢: p/pnpr/BN npe/p S
Bopeic The VHGOU OO0 0P BO O¢
« Popeic TNC VOOOU :
S IEEE

KUmpog, Zapdnvia 15-17% ' o g evses
Matpn guAl 0,5-1%

- A EBvIKN
C’ﬁ“/-‘.-\> 533 European Hematological Diseases \ Entipon
S v Reference

.'oo' Network (ERN EuroBloodNet) ~ ﬂunuuumumc



ova

* AOUUTTTWHATIKA AdToHd
» EUkoAa avamtUogou avaipia petd amé aidnpomevia
(kUnon) K Aoipwén

I. AoBeveic pe yovidio eAagppdc eTepoluyng (p*)
Meo.Av.

AOUUTTTWHATIKOI, HE eAappd HIKPOKUTTApwON

IT. AoOeveic pe yovidio eTepoluync p° Meao.Av.
UTTOPEI VA €XOUV
* ATIA avdipid
. 5|KTUO£pU9pOKUTpow0n EBviKn
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EpuBpokuTTapikoi EiKTEC
MCV MCH MCHC

Emixpiopa mepipepikoU
aipgarocg

Emimeda Hb
RBC (ap1Budc epubpwv)

MueAog
HAekTpowopnon Hb

/\ovog a/p aiuagidwyv
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Meiwpévol

Ymoxpwyia, avicokuttdpwan,
TTOIKIAOKUTTApwanh, HIKPOKUTTApwan,
Pacco@iAn oTiEn

> uvnBwc¢ guaiohoyika Hb >10gr/d
Au€nuévoc

‘Hma epuBpoPpAacTiki avTidpaon
Auénuévn HbA2 (3,5%-5,5%)
HbF k.¢. A auénppévn (os p/pe)

Aunuévoc (uTrepoxh Twv /@ aow{ﬂVIKI]

Hematological Diseases E""I]Uﬂﬂ
(ERN EuroBloodNet) ﬂ[lﬂ[lll[l[llumc



uync Pp-Meo.Av.

v  Aidyvwon
v  OIKOYEVEIAKOC TTPOYPAUUATIOHOC
v 'Ox1 dogkotn XopARynaon o1dnpou

v’ ZuvioTdrai dia piou xopnynon 0,5mg /die
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KAnpovouikotTnra

H véooc¢ Tng Meooyelakng Avaipiag
KAnpovouEiTal HE TOV AUTOOWHIKO
uTtoAgItopevo TpoTo, OnAadh via va
vevvnOei éva maidi Tadoxwy, TTpEMEl
va givai kai ot dvo yoveic "popeic"
TG vOoou, e TIBaAvoTNTA YEVvVNong

TAoXoVvToC €vd 0Td TEaaepd
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< O1 p-MA amoTeAoUv Hia opdda KANPOVoUIKWY voonudtwy
ToU o@eihovTal oe eAaTTwpéVh oUvBeon The P aAuadidag,
AOyWw usmAAa&swv Tou P yovidiou (aTo PpaxV okéAoC Tou
xpwpoowparoc 11).

< O1 pyeTahaleig autég £XOUV WG OUVETTEID TN HEIWUEVN
mapaywyh P-aAucidwy, e amoTéAeopa  n Tepiooeld TWv
a-aAuagidwv va oxnuanZ’iu TETPAUEPN HE OQaIpiveG O N Y,
oxnpatiovracg avriaroixd TI¢ aipoopaipivec A2 kai F.

» H oopapotnta Tng véoou e¢aptdrail amé Th puon TG
ueTdAAagng ( MeiCov h Evdidpecog popgn)
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N/

s OI tepioooTepol TUTTOI H-OaAacoaipiac opeihovTal
0¢ €0TIAKA HETAAAALN Kal auTo gival £va
XAPAKTNPIOTIKO TTou Tn diaxwpilel capwc amo Thv a-
©aAacoaipia, 6TTou oUVRBWC TpokaAsiTal amo EAAsIyn
YEVETIKOU UAIKOU

% Exouv mepiypagei mepioagdtepec amo 300
ueTaAAdg eic Tou apopouv To yovidio TnC P aAuaidac
TNC aigoopaipivng, ou Ppiokeral oto xpwpoowpa 11
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\ATAPAX EC

O1 yeveTikég diaTapaxéc mapouaialouv peydAn etepoyévela. Exouv karaypagei
nwepimou 300 peraAAa€eic oto P yovidio (11 o1 ouxvoTepeg)

Deon Twy P

(PhTa ouv)

vOeon Tougc wg
puetaAAaeic PO (pATa pndév)
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-OaAaocoaipiac

“*Mn arodoTikn epuBporoinon (90%)

< AigoAuon (10%)
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(un amodoTIKA €P

% Xtnv  Pp-Oadhdooaiyia R pn  amodoTIKA
epuBpoTtoinon, amoTteAei To PaAcikdO TAOOYEVETIKO

HNXAaviopo

** H epuBpomoinon civai un amodoTikA oc TocooTéd 90%
evw Kai auto 1o 10% TWwv €puBpwv TOU TapdyeTal
ETEITA amo @uaikn emiAoyn (givar Ta kaAUTepa duvard
epuBpd Tou pmopoUv va mapaxBOouv) eivar maboAoyikd
Kdl €Xouv oUVToHo Xpovo emipiwong Adoyw KaTdoTpoPhg

TOUG OTOV OTTARvVA.
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©aAacoaipiac

% H mAhpng n oAU eAaTtTwpévn ouvBeon P aAucidwyv Exel oav
amoTéAeopd Tnv Tepicoeid Twy d dAugidwv

% H dBpoion Twv a aAucidwyv yiveTal aTo 0TddI0 TOU TTIPWIHOU
TToAuxXpwHaToWiAovu epuBpopPpAdoTn. H mepioosia Twyv a aAbowv
OUVOEETAI HE TNV TTUPNVIKA peuPpdvn OTTWCE Kdl HE ThV KUTTAPIKA
Heuppavn

/

¢ AToTéAeopa eival n dnpioupyia evOoTUPNVIKWY eyKAEioTWY Ta oTroid
Oa empépouv PAAPN Tou TTUPAVA TOU KUTTAPOU

% Eval yiveTtar evdopueAikh kKaTaoTpopn Tou epuBpoPpAdoTn A
emippdduvon TG wpilavong Tou A EHPAVIONG OTNV KUK ‘POPEﬁ’v.Kn
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« H éAAeyn N n geiwpévn Tapaywyn P-aAucidowv
ouvoOeVUETAI ATTO UTTEPTIAPAYWYH Y-dAugidwyv Kdi
d-aAuagidwv

* O1 a-aAugidec Tou Trepioaelouv axnuaTiCouv
TeTpapepn ( a4 ) mou kaTtakpnuviovrail Kai
TTPOKAAOUV:
v ipowpo Bdvarto Twv epuBpoPAacTWY EVTOC
TOU pHueAoU (evOopUEAIKA KATAOTPOYN)

v Tpoéwpn payokuTTdpwon TWv
epUBpOKUTTAPpWY oTo oTmAnva (e€ayye K eguii

aluOAuaré');bP an Hematological Diseases E""DO"“
" Netwer© | (ERN EuroBloodNet) ﬂ[lﬂﬂ(l(l[llumc
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Excess free globin chains

Chain precipitates

Cell memb!ﬁe damage
Reb blood ceIIs[ ‘ Bone marrow

Hen1loTyS|s ,
Anaemia

Erythopoietin ,
mcreased
Iron absorption

Ineffective
erythropoiesis

Blood transfusion

Bone marrow increased 1
expension Iron loading
EBVIKD
Skeletal changess AT
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» Mugloeidec apyeyovo kutTapo CFU-GEMM

e Aegopeupéva Nnpoyovika KUTTapa epubpac
O€Ipac

BFU-E (burst-forming unit-erythroid)

CFU-E (colony-forming unit-erythroid)
MpoepuBpoBAaoTn

Baoeo@iAn epubpoBAaoTn
MoAuxpwpaToPIAn epubpoBAGcTn
OpBoxpwun epubpoBAacTn

o 2 Reference

¥e.2%¢ Network (ERN EuroBloodNet)
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EBvikn
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Badacoaipiac

EpuBpokuTtTapa
Stem cell Committed cell Developmental pathway >
Phase 1 Phase 2 Phase 3
. Ribosome synthesis Hemogiobin accumulation Ejection of nucleus
| -~
) J \ d
4 -
o
Early Late
Hemocytoblasl Proerythroblast erythroblast erythroblast Normoblast Reticulocyle Erythrocyte
¢ = = * %N . - : “
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oto PaivoTuto

- 1 RBC (avénon apiOuol epuBpwv)

+ | MCV (peiwon HEoou OYKou epuBpwv)

J

- | MCH (| péonc moootntac Hb ava epuBpokUTTAPO) J

+ 1(Hb A,) ouvnOwc¢ peTall 4-6%. J

YIKO N d1aPOpPETIKO |

- C Eniony

Farila Suropesn Hematological Diseases ,
3N Ref 9
i Neens® | (ERN EuroBloodNet) & (uiooompiac
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Eupnuara

MYEAOZ OZT(N

KAAZMATA
AIMOZZAIPINHZ(Me
nAekpopopnon n HPLC)

BIOXHMIKA
EYPHMATA

« YmepmAaoia epuBpng
ocipd¢ pe PacedyiAn
oTign

* AU&non ai1dnpou oTo
puUeAd (xpwan pueAov)

. -\
A > :_.3\ European
‘v Reference

. 3 A Network

- Algoogaipivn A:

ATovod R pHelwpévn

* Aigoapaipivn F:

Augnpévn

* Aipgoogaipivn A2:

Augnpévn

Hematological Diseases
(ERN EuroBloodNet)

« AUEnon xoAepuBpivne

kai LDH

Bafacomipiac



FTENIKH AIMATOZ

o 2o0papn Ymoxpwpn MikpokuTTapIikA Avaipia
 MeyaAn ttwon Hb, MCV, MCH, MCHC

e Aunuéva AikTuoepuBpokUTTAPA OTO dipa

* O avaAuTéC kKaTaypdpouv Ta £puBpd w¢ aipoteTdAld
(TAaopaTiki av€non aigomeTaAiwy)

« AgUKd Kai aigomeTdAia eAappw¢ auinuéva
ETTIXPIZMA AIMATOZ

« TToikoAokuTTApwan, avicokuTTdpwah, PacedpiAn aTién
« Tlapouaia epuBpoPAACTWY OTO TTEPIPEPIKO dild

6 EBvIKD ,
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MeTa Tov 30-60 ynva 1o Ttaidi epgavilel .

« ‘Evrovn wxpornrta (Aoyw Tn¢ Ppapidc
avaigiag, n omoia cuvhbwce d1dmIoTWVETAl
KAtd Th 01dpKela Kamolag Aoipwéng )

« Acpovoeidn anoxpwon , iktepo (Aoyw
TNC HN amodoTIKAC €puBpoTroinong Kai The
aipgoAuonc)
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acoaidiac

A. H un aroteAeoparikn epuBporoinon Kai n
eAATTWHEVN emiPiwon Twv gpuBPOKUTTAPWY
odnyouv ot:

« Xpovia AigoAuTikA Avaiia
« 'TkTepO
« 2uvexh eppavion XoAoAiBiaong

 H Avaipgia — Xpovia Iotikn Ymolia —
YToA&Imopevn CwWUATIKA avdamTuén Tou Ttaidiou
* AuCnuéva emiteda o10NPoV Kai Kivouvoc

evamoBOeon Tou ae kapdid kai Amap (d10ykwaon
NTTaTocg)

6 EBviKn
B Eniiponi
Hematological Diseases \ .
(ERN EuroBloodNet) & fodcooaipiac

o s
.. ae'



B. H au€npévn evdopueAikn epuBpomoinon odnyei oc

TTdpdpopPwaon Twy ooTWy, 101AiTEPA KPAVIOU-TTPOCWTIOU
XapakTnploTike TpoowTo (TpoefExouv Ta (uywHdATIKA Kal
XdAKIvVo Xpwpa)

. H e§wpueAikn epuBpomoinon ocuvemdyeTal
 HmatopeyaAia
« YmepomAnviopdé — Avaipia(emdeivwaon TnS avaipiag)
— Opoppomevia
— AeukoTrevia (evaioBnaia oe Aoipwéeic)

A. O1 woAAéc peTayyioeic odnyoUv o€ TTOAAEC ETITTAOKEG:
Algoaidnpwon e Kivouvo KapdiakhG aveTdpKeldg KATT.

6 ik
/<,.-/*\‘ :.T'.?..-‘.\ European Hematological Diseases \ grlllli{l[]]ggllllmmﬁ

..V Reference

e 25% Network (ERN EuroBloodNet) -



IKR eIkova pP-

(‘ﬁ j .'“\\. g‘;;:f::; Hematological Diseases \ E""DUHH ,
8522 Network (ERN EuroBloodNet) & Qaflaoompiac



arta

Ta oupnTwpara Tng OaAacoaipgiac wepiAapyPpavouv:
« Koupaon

Aduvaypia

KpUa xépia kai odia

AvokoAia oThv avamvoh

Kakn diatpoypn

o  XAwpn eppdvion

« Kitpivo amoxpwpariopd Tou déppaTocg (ikTepog)
* Tlapapopewoeic TwWV 00TWY TOU TIPOCWTIOU

« Apyh avdmTuén

« KoiAiako mpAipo

* 2 KoUpa oUpa

| A EBvIK
("“"\) | 233 European Hematological Diseases \ E""I]U"n

0;:'.5'3;:0' I%iii:s?}fe (ERN EuroBloodNet) N 4 H[lﬂ[lllll[lllll(lt
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A. OpceilovTal oTnv Avaipia
Xpovia AipgoAuon
XoAoAIBiaon
EuntdBeia oe Aoipweig
OpoupwTikd ETreic6d1a
OoTteotevia, OoTeomoOpwon
Negppikn OugAeiToupyia

6 EBviKn

S Eniponi
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MeTayyioeic

O yerayyioeic weehoUv Ta dropa pe BaAdooaipia, opwg
emibapUVoLV Tov opyaviouo He UTtepPoAIKA TTOGOTNTA CI0NPOU, KAT!
Tov eival PAapepo yia toAAa CwTikd 6pyava (kapdid, CUKWTI,
eVOOKPIVEIC adEVEQ).

*  HumeppdpTwon aidhipou A aipooidhpwaon, gival pia SuvNTIKA
amelAnTIKA yia Th (WA KaTdoTaon, n omoid Umopei va avamtuxOei
yetd amd 10 péAig petayyioeig aiparog. O opyaviopég dev diabeTel
Evav £YyEVA pnxavioué amoudkpuvong Thg Trepiooeiag o1dhpou h
0TI0id OTIAVIA TTPOKAAEI 0pATA CUNTITWHATA PEXP! va oupPel KaTola
copaph PAdPn (TaAaiéTepa To ouxvoTEPO aiTio BavdaTou dowv
£TTagxav amo HEOOYEIAKA avaipia nTav n kapdiakn avemdpkeia).

* 01 aoBeveig pe aipoaidhpwaon xpeidfovral Bepameid yia Tnv
amopdkpuvan Tou a1dAPOoU He XNAIKOUG TTapdyovTeg. ZApEpa gival
EQIKTA N TARPNG amoaidfipwan Tou opyaviopol Twy acBevwy Kai
auTé Toug emITPETEN va (Aoouv Hid QuatoAoyiKA Cwh (utdpxouv
XdTia TTou £Xouv BeapaTikd amoTeAEopuaTa).

- A EBvIKN
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Ymepoidnpwaon amo Ti¢ MeTayyioeig aiparog

200-250 mg iron:
Whole blood: 0.47 mg iron/mL ‘Pure’
red cells: 1.16 mg iron/mL

Porter JB. Br J Haematol 2001;115:239-252




Distr y iron

at post-mo elation era

Skeletal muscle

B Minimum
Testes

Kidney Bl Maximum

Heart
Adrenal
Salivary gland
Thyroid
Pancreas
Liver

Parathyroid

0 2 4 6 8
Fe (% dry weight)

Adapted from Modell B, Mathews R. Birth Defects Orig Artic Ser. 1976;12:13-29.

lthanet GENERAL ASSEMBLY MEETING
27t — 29th November 2007



tores in Transfusion-

ssaemia Patients

Red marrow Glands
0.1% Spleen 5% Skin
3.7% 0.2%
Muscle '

Kidney 12.8%
0.9%

Heart wall

1.4%

Pancreas

1.1%
A m E;F‘ from BX:3, European Hematological Diseases *\ =HTPUI

Mo 9 '. ." gi?ﬁ?}fe (ERN EuroBloodNet) ﬂﬂﬂﬂﬂﬂﬂllllllﬂ

Liver iron fraction

9%
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B. Oycilovral oTnv umeppopTIon TWV I0TWYV HE gidNnpo
« YTmoAsimtopevn cwpdaTikh avamtuén
* EvAoKpIVOAOVIKEC ETITTAOKEC
«  Aiatapaxéc petapoAiopol yAukolng
«  KapdioAoyIKEC ETITTAOKEC
 Hmamikn ivwon, Kippwaon

| 6 EBVIKD
("ﬁ"%\) | w2\ European Hematological Diseases \ E""ﬂﬂ"ﬂ

i Netwer. | (ERN EuroBloodNet) &' Gooconiyiac



2ionpoc g

100 -

80 -

60 -

40 -

aropa He /

®Oavartog

Kapoiakn
Avenapkela

YnonapaBopeog1dropog

YnoBopeoe1d10p0g

Avapiyg

Ynoyovadiopog

AppoBpieg Kapodag

Hnatikn ivwon —-> Kippwon

3 S 7

Hhwio (ypovia)

“eg0’ Network
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| (ERN EuroBloodNet)



ou Apxeiou Tou AikTUoU

lac pe avddoxo Ta EOvika

NIH)*
Ilpooappoopeva ano Cunningham et al Blood online Feb. 26, 2004 DOI 10.1182
16-24 yr 25+ yrs

Ouada avaloya pe tnv nAkia (n=93) (n=129)
Ynioyovadilopog (1e avaykn ¢appaKeUTIKAG 41% 62%
aywync )
Zakxapwdng Awapntng 9% 21%
Awatopaxec Oupeoeldoug 8% 17%
YronopaBupeoelSLONOC 1% 9%
Kapblakég Atatapaxeg (He avaykn 5% 23% (30/128)

dappakeuTkAG aywyrg)
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EmimAokéC Twy aTOHWY [
ViIkn ©@aAaocoaipiac Asukwao

(AoBeveic=289)

p-value (Chi-[

Hypothyroidism 33 (16/17)

Hypoparathyroidism 3 (1/2) 0,72 1,3

Hypogonadism 81 (29/52) 23,2 37,9 . ‘
Diabetes 45 (19/26) 13,7 17,2 0.519

el 44 (19/25) 13,7 16,5 0.621 15.2
failure/arrhythmias ’ ’ . )
Osteoporosis 97 (52/45) 41,6 32,8 0.2
Chronic hepatitis C 4 (3/1) 0,7 1,98 0.552 1,3
Chronic hepatitis B 1 (1/0) 0,7 o 0.964 0.34
Cirrhosis 7 (6/1) 4,3 0,6 0.0984 2.4

Thrombosis 7 (4/3) 2,9 2 0.904 5.9



MeTayyioeic aipartog
Atoagidnpwon (pe pdppaka)
TTapakoAoUBnon (epyaoTnpiakog, KAIVIKOC, AKTIVOAOYIKOC £AEYXO0)

AVTIHETWTTION TWV eTITTAOKWY (KapdioAoyIKWwy,
eVOOKPIVOAOYIKWY, NTTaTIkKwy, Aotpwé swv, Bpoupwoswy K.a.)

«  YuxoAoyikn YmooThpin

° 2 UMTTTWHATIKA AYWYRH

«  2mAnvekTopn (evdexopévwe)

«  MeTapoéoxeuaon Tou HueAoU Twv ooTWwV (HETANOOXEUON APXEYOVWY
AIPOTIOINTIKWY KUTTAPWYV)

« [ovidiakn Bepameia (avrikaraoraon maBoAoyikoU yovidiou -
AiagaiveTal TpaypaTomoIAcipn oto HéAAov)
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2.Tnv JEOOYEIAKA avaipia, o1 aoBeveig Tapdyouv Uikpd,
euaioOnTa £puBpd ailoopaipid OV KATACTPEPOVTAI EUKOAQ
Td oTroia aduvaTouv va HETAPEPOUV ETTAPKWG To oguyoévo. H
empiwon Tou acBevolg e¢apTdTal amoAUTWE amo Thv

e€wyevn AQYN aigatoc pe peTAyyion

O peTayyioeig ouvABwg ekivouv pe Th didyvwaon Thg véoou.
H Oepameia auth dev eivar eUKoAn aThv epappoyh Tnj ylari
aTAITEI OUXVEC TIPOOEAEUTEIG OTO VOOOKOWEIO Yia 3-4 WPES
kaOe 15-20 nuépec. TpoTiudral gp£oko dipa, nAikiag KaTw
TWV 7 npepWV yiati £xel HeyaAUTepo Xpovo emiPiwong Kai
KaAUTepNn oguyovwon. Me autéd Tov TpOTIO, N AINOTYAIPivh TOU
aoBevolg va diatnpeital o IkavomoinTiké emimedo (>10 g/dl).
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2 KOTIOC N KATdoToAn TnG evdoyevoUuc epuBpoToinong

AiatApnon Tng aidoggaipivng mpiv Tnv detdyyion > 10 g/dl

Leucodepleeted red blood cells , prestorage filtered,
screened for Hep B, Hep C, HIV1+2, Syphilis (CMV for
specific pa‘rien’rsg

Screening for:
-allo/auto antibodies,
-ABO group , Rh fenotype and Kell matched units

-compatibility testing

Antigen negative units for allo-antibody positive patients
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ge (V\ovaSwv ZuvoAIkog Ap. s Mova&uv ZuvoAIkog Ap. “ie {V\ova&uv ZuvoAIkog Ap.
Mnvag/’Etog 2010 mA ;I-IGJIQ% Kav MevasingAliianos Mnvag/'Etog 2011 clA 210;9% Kav (HasSCge oo Mnvag/‘Etoc 2012 mA :)HG(;Q% Kav T
nvac ¢ Xpnaipomoin l'|° Xpnhoigomoinbnkav nvag < Xphatpomoln n. XpnhoigomoinOnkav nvac < Xpnaipomoin n. Xpnhoigomoinbnkav
omnv K.O.A. % 3 otnv K.O.A. % " omnv K.O.A. % 3
. othv Em. Acukwoiag . othv Em. Acsukwoiag . otnv En. Acukwoiag
avaloyia avaloyia avaAoyia
Tavoudpiog 2010 620 (32,6%) 1897 Iavoudpiog 2011 742 (37,1%) 1997 Tavoudpiog 2012 811 (40,6) 1997
FePpoudpiog 2010 659 (33,1%) 1990 BePpoudplog 2011 714 (33,1%) 2156 $ePpoudpiog 2012 759 (36,8) 2061
Maptioc 2010 888 (34,9%) 2542 Maptioc 2011 880 (36,6%) 2402 Maptioc 2012 818 (41,7) 1959
AmnpiAiog 2010 700 (32,4%) 2155 Ampihiog 2011 744 (35,9%) 2069 AmpiAiog 2012 796 (36,4) 2186
Maiog 2010 717 (34,9%) 2051 Maioc 2011 821 (34,2 %) 2401 Maiog 2012 918 (38,8) 2365
Touviog 2010 768 (36,1%) 2122 Touviog 2011 827 (37.1%) 2225 ToUviog 2012 785 (40,2) 1949
TouAiog 2010 782 (36,3%) 2154 ToUAlog 2011 782 (34,9%) 2239 ToUAlog 2012 884 (43,7) 2020
AuyouoTog 2010 797 (39,7%) 2007 AUyouoTocg 2011 851 (40,5%) 2099 AuyouoTog 2012 920 (46,6) 1974
YenTéupproc 2010 783 (35,2%) 2224 ZenTéupplog 2011 847 (38.8) 2182 ZenTéupprog 2012 783 (37,5) 2086
OKTU 2010 717 (37,3% 1921 OKTU, 2011 OKTU, 2012 829 (35,1 2360
KTWHPI0G ( ) KTWpHpI0g 727 (39.1) 1858 KTWHPI0G ( )
Noéuppiog 2010 801 (34,6%) 2313 Noéuppioc 2011 816 (38.8) 2102 Noéuppioc 2012 881 (40,2) 2187
Acké 2010 827 (38,4% 2150 Acké 2011 Acké 2012 1804
Ecpibplog (38,4%) Ekepppios 794 (416) 1908 erepibptog 777 (43)
ZOvoho 9059f 35,4% 25526 ZUvoho 9541 37,2% 25638 Z0voho 24948

9961 39,9%




Deferoxamine

Hexadentate
1:1 complex

Deferiprone
Bidentate

3:1 complex

Deferasirox
Tridentate

2:1 complex EQviKn
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R S g film-coated tablets
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4 deferasirox

Oral use

30 film-coated tablets

¢ NOVARTIS
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B Exjade 360mg
film-coated tablets

N w

TS deferasirox

Oral use

30 film-coated tablets

Exjade’ 360mg

- film-coated tablets
 deferasirox

Oral use

30 film-coated tablets
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rison of ch

Property DFO Deferiprone Deferasirox/Exjade
Usval dose 25-60 75 20-40
(mg/kg/day)
Rout “’I:" Oral Oral
oure 8_] 2 [ . . c
5( days/vt;’:() 3 times daily Once daily
Half-life 20—-30 minutes 3—4 hours 12—-16 hours
Excretion Urinary, fecal Urinary Fecal
. . Gastrointestinal
. Gastrointestinal .
Local reactions, . disturbances, rash,
. disturbances, . .
Adverse ophthalmologic, . mild non-progressive
; agranulocytosis/ C .
effects auditory, growth . creatinine increase,
. . nevutropeniaq, )
retardation, allergic . ophthalmologic,
arthralgia .
auditory
Li d outsid
Status Licensed icensed oviside Approved

US/Canada
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1. MeTapooxeuon pueAol Twyv
00TWYV

2. lNovidiakn Oepateia



TToAU kaAa aroteAéopara oe mpo-epnpPikn
nAikia -Oepameia ekAoyng

Ox1 1000 kKaAd amoTeAéopara o€ epnRPouc
Kal EVAAIKEC

2 UOXETION HE TN YEVIKN KATAoTAoN

HOika wpopAnuara (18iwg otnv evdiaueon
Hop@n)




146 CLASS 1 - PROTOCOL 6

Probability

median age : 4 years (1-16)

SURVIVAL

THALASSEMIA-FREE SURVIVAL

NON-REJECTION MORTALITY
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AnBuouoc AToHwV

dipIvoTtdOeieC aTNV

KAvikn Asukwoaiac Aepeool Adpvakac TTagou Z0voAo
p-OaAacoaipia 282 175 135 43
p-OaA. MeiCov 242 167 127 40 576

p-OaA. Evdiauecoc 40 8 8 3 59
a-OaAaooaipia 301 104 114 25 544
AperavokutTapika Zuvdpopa 32 12 6 8 58
ZuyyevAg Zgaipokuttapwon/ 19 5 5 0 26
EAAeimTOKUTTAPWON
MeTapooxeupévol 14 7 17 1 39
AMeg Avaipieg 0 7 0 0 7

2Uvoho 648 310 274 77
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saemia Clinic's patients- Age
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halassaemics: Thala:

related mortalit

Survival Functions

1.0 T+ —

Birth Cohort

% 1980-
1980- censored

1975-9

o 1970-5

*+  1970-5 censore

© 1965-9

*t 1965-9 censored

0 10

-
3\ European

'.:-..E,‘t Reference
es0' Network

20

30 40

Hematological Diseases
(ERN EuroBloodNet)

1965-9 n=104
1970-4 n=192
1975-9 n=184
1980- n=92

1975-9 censored

Logrank 13.3

P=0.004
d
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KAivikn @aAaocoaipiac Asukwaoiag

M Reference

Male Female Total Total

Married [ Divorced | Parents F NOT Married | Divorced | Parents NO? Married |Divorced [Parents NOT
ertile Fertile Fertile

Number| 54 24 68 10 77 21 84 14 131 45 152 24
% 69.3 30.7 87.2 12.8 78.6 21 .4 85.7 143 | 744 | 25.6 | 86.3| 13.7

Total 78 78 98 o8 176 176
g 8,0
G,ﬁ-/.i'\> :,"'\ European Hematological Diseases \ Eﬂllﬂﬂﬂll

o Network

(ERN EuroBloodNet)

Bafacompiac




Divorces among
Thalassaemia
Patients

Divorces among
Cyprus population

25.6

36.1

40

35

30

25

20

15

10

Divorces among Divorces among
Thalassaemia Patients population of Cyprus

B Divorces among
Thalassaemia Patients

H Divorces among
population of Cyprus




Clinic

Nicosia

Limassol

Larnaca

Pafos

Total

jnancies of women

alassaemia in Cypr

e Pt g e Tor
Children
99 157 177 19 0
42 56 60 3 -
37 57 68 5 !

20 21 23 z 2
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Educational
Level

Primary
Education

Secondary
Education

Higher
Education

Total

%

5.2

60

34.8

100

70

60

50

40

30

20

10

Primary Education

Secondary Education

Higher Education

H%




IKO ETtiTredo ATOHWYV

Educational Primary Secondary : :
Level Education Education Higher Education
Total
Gender |Male| Female | Male | Female Male Female
7 6 64 85 48 38 248
Number
13 149 86
% 5.8 4.6 b3.7 | 65.9 40.5 29.5
% 5.2 60 34.8 100

' Reference

o EBvikn
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Hwyv pe M.A.

« Aduvapia, Korrwon, 18iwc mpiv Thv
HeTAyyion

* BuaioOnoia katd tnv didpKeia TG
uTT000pIaC ATTOCIONPWONC

« BunaBsia oTic Aoipwéeic
« BuaioOnoia ge To HUOOKEAETIKO oUoTnua
(puoikn aywyn)

« ‘EAAeIyn ouykévrpwone (si1dikd Ta dtopa
ue A.A)

A EBviKn
B Eniponi
Hematological Diseases \ .
(ERN EuroBloodNet) & foiooompiac

e
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opWY pe M.A.

« YuxoAoyikn karaoraon

(oTiyuaTiopoc, aiobnua KaTwTepoTNTAC,
dayxoc¢ Oepameiac kair ©avdrou)

e 2 UXVEC ATOUCOIEC amO TO OXOAEio

AOyw aoOevelwy €iTe yid eTIOKEYEIC OTO
VOOOKOEio yia Bepameia

A EBviKn

S Eniponi
Hematological Diseases \ .
(ERN EuroBloodNet) N ﬂ[lﬂ[llll]ﬂlﬂl(lt

®%:.50 Reference

/ "U‘. .l - N\ e
(144 ) o333, European
...' o' Network




EUXapIoTw yid Thv.
TPOOOXN OAG

VIKD
Enponn
Budaoompiae

o-..2 Reference

‘T’é\> e::*3w European Hematological Diseases
e 25% Network (ERN EuroBloodNet)



