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Avtwvnc Kattdunc', Mapiva Oikovéuou?, AAe€dvdpa StauovAakdrou?

IEPIAHWYH: H evdudpeon pecoystokn avotpio amoteAei po kKAvikd oplopevn Katdotaot), Tov KoAD-
TTEL TO YDPO UETAED TV acbevdv e etepoluymTia Kot TV HeTayY1o0eE0pTOUEVOV achevdv e peco-
yelokn avorpio. Tooo KAvikd 660 Kol YovoTumiKd, ot 0o8eveic avTol Tapovctdlovy EVTovr ETEPOYEVELX.
H EMA ogiletol o€ TOIKIAI0L GUVOLACU®Y HoPLoK®V PAaBdV 17/Kot TOADHOPPIGHDY TOV 01 YOVV GE
petpiov/cofapov Pabuov datapayn TG IGOPPOTIG TAPUYOYNS TOV O~ Kol B-0AVGIdmY TNG GUOcQOIpi-
vng A. Ot Bacikoi maboyevetikol unyaviopoi tg vooov meptlapdvovy v un anodotikn epubpomoin-
o1, TNV TEPLPEPTKT ALULOAVGT] KOL T OTOSIOKT VIEPPOPTOOT| LE GIOTNPO, AOYM VITEPLETPNG OOPPOPNONG
61dMpov amd to Evtepo. To alpotoloykd TpoPid g vOsov YopoakTnpileTol amd VITOXPOUT, HKPOKVT-
TOPIKT VOOl LLE YOPOKTNPLOTIKEG OUMG OLOTAPAYES GTOVG OUUATOAOYIKOVG OEIKTEG, AVAAOYQ LE TN YO-
vidlakn g Baon. H Bepaneutikn aviyetdnion otoyevet ot Pedtimon tng avoipiog Kot oty TpoAnym
KOUL AVTLUETAOTIO TOV HOKPOYPOVIOV ETTAOKDV, TOV OPEIAOVTOL GT1 ¥pOVIa avarptic, TNV epuBpomou-
TIKN VIEPTANGIO KOl TNV VIEPEOPTOGN e oidnpo. Ot petayyioelg 6tovg aobeveic avtods npénet va, oi-
vovtol uovo eni evdeiewv. H ominvektoun dbvatot va fertidoet v kKAviky eikova, oddd oxetiletal

pe avEnpévo Kivouvo BpouPdeE®V Kol TVEVUOVIKNG VIEPTOOTG.
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Ewcaywyn

Apxetd ypovia petd v TpmTn mepypapt s MA
and tov Cooley, o Sturgeon mepiéypaye Eva pkpod apio-
U6 acBevdV e KAMVIKG YOpOKTNPLOTIKA TOAD N0 Y1aL VoL
yapaktnpicovv acOeveic pe peilova MA, oArd ko ap-
KeTG coPapd Yo va yopaktnpicovv @opeig g vocov'.
[Ipoteve, T0TE, TOV OPO «EVILALEST] LEGOYELOKT OVOLLLLLON
Y10 VO TEPLYPAYEL TOVG 0GHEVEIS 0LTOVG.

H evdiuapeon pecoyeioxn avoipio (EMA) eivar €vag
KAVIKOG optopog mov kabopilet v evdidpeons Papo-
TNTOG MOPeN NG Hecoyelakng avapiog (MA), mov ma-
povctdletl Evav gvpy KMVIKO @acpo To onoio Kiveitot
OVALECO GTIV OCLUTTMOUOTIKT POPELDL KOt T LETAYYIOL-
og&aptdpevn peiCova MAZ H onpovtikn kKAvikn etepo-
véveln e EMA givon amotélecpia avtiotoryng Lopakg
ETEPOYEVELNG, OALG KO TOPOLVGiaG EMTPOGHeT™V pLOLLL-
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oTikav mapoydviov. Ta tedevtaio ypovia £xel cuvtee-
o1el oNUovTIK TPO0d0G OTNV KATOVONOT| TNG LOPLIKNG
Kot TaBoPLGLOAOYIKNG PAONG TV EVOLAUES®V LOPPDV
™G HEGOYEWKNG avaiog ™.

Movoétumnog - ®aivotunog

Av ko 0 6pog EMA mapapével £mg ko onpepa, ov-
GLOOTUKG, KAVIKOG, TO, TEAELTOIN XPOVI0, 0L YVDGELG TAV®
oTNV poplakn Pacn g vOGoL £XOVV TPOYMPNOEL G-
pavticd. Eivatl yvooto, 0Tt yio vo LmopEcel va AEITovp-
YNOEL 1| OLLOCQOLPiv) cmotd o mpénel o apBuds TV
a-0AvGidmv va givat ioog pe Tov aptfpd tov B-aAvciowy.
Avdloya pe 1o oo oAvcida vroAginetal kabopileTor Kot
0 TO1og TS MA ot a- kot B-. To péyebog g KaTacTOANG
moikidel amd acbevi oe acbevn, kabopilel Tov KAvVIKO
@ovoTLTO KO £xeL yovotumikn Baom. H puokn totopia
g EMA e&aptdtot oe peydio Badud and tnv avicop-
poTio Topay®yng LETOED TV a- Kot B- alvcidwv. ‘Etot,
0€ KOTOOTAGELS oV Oal Empene vo eEKONADVOVTOL G pEi-
Cova MA, omolocdnmote mapdyovtag oyetiletat pe peio-
o1 OVTHG TNG OVICOTNTOG, 00N YEl € EKOMNAMON NTOTEPT|S
KAvikng ewovag. Kat’ avtiotouyia, mapdyovteg ot omoiot
EMOEVDVOLV TNV OVIGOPPOTIO, LTOPOVV VOL LETATPEYOLV
pio GuVHOMG UCLUTTOUATIKY KOTAGTOOT ETEPOLLYOTIOG
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o€ KAvikd onuavtikn EMA.

O epiocdtepot acbeveic pe B-EMA eivar opoloyd-
teg N dumhoi etepoluymreg petodha&ewy tov B-yovidiov,
dnradn, eépovv BAAPN kot oto dVO B-yovidio Tov Ev-
Bovovtar yio TV Topayoyn tov B-oivcidov’. Ta Ama
KAVIKG Y0paKTNPIoTiKd Tov acbevav pe B-EMA oyeti-
Covtal pe évay M mePLocOTEPOLS OO TOVG akOAOVOOLE
unYoviopon e,

1. Kinpovounon piag, TovAdylotov, GlomnAng 1 Mg
petdAlaéne.

Ot petahAdéelg avtéc 0dnyohv og Nmio. Lovo peim-

on ot ovvleon TV B-aAdoemV Kol GLVOSELOVTOL

Oomd Un TLVTIKO UVOTLTIO G€ £TEPOLVLYT KOTAGTAG.

¥’ autn TV katnyopio copmeptiAapdvoviol pHeTaA-

AGEELG «OLOTNPOV TOTOLY 01 0TOiEG yapakTnpilovTat

oo euotoroyikég Tuég HbA, xat HbF kot auparto-

Aoyikdv dektdv. OAeg ot HETOAAAEELS TTOV ALPOPOVV

TN «CIOTNPOV» TOTTOL B-Mecoyelokn ovaipio gkdn-

ADVOVTOL PUVOTLTIKG POVOV OTAY KANPOVOLODVTOL

oLYYPOVOC pe pia Paptd B-petdiiaén kot 1 TAEL0-

ynoeio ovtdv TV acbevdv mapovotdlet pio Nmo un
eEoptdpevn amd PETOYYIoEIS EVOLAUEDT] LECOYELOKN
avaipio, pe ondvieg eEapéoetg. OrNmieg B petaAid-

Ee1g +1480 G>C kot -101C>T amotedovv Kowva aitio

«G1OINPov» TOTOL B-Mecoyelakng avatpiog. Xapa-

KINplotikd, o 12 acBeveic dumhoi etepoluymteg B

+1480 G>C ko piag 2™ petdAraéng oto B-yovidio,

péong niuxiog 7,4 etdv, giyav péon Hb 9 g/dl, MCV

65.2 fl, HbF 11.2% kot HbA, 5,6%. Avtictoa, 25

aoBeveic duthoi etepolvydteg Bt -101 C>T won puog

2" petdAraéng oto B-yovidio, eixav puéon Hb 9,6 g/

dl, MCV 62,4 fl, HbF 13,9% ka1t HbA, 6,4%"13,

2. Zouv-kAnpovounon opolvyng B-MA kot mapaydvimv
mov oyetilovrat pe avEnpévn mapaymyn Y-oAcidmv
(HPFH, molvpopoicpog Xmnl): tig nepntdoels av-
TEC, OL TTOPAYOLEVES Y-0AVGideg Bonbovv ot «e&ov-
detépmon» Tov peydAov apBuod tov erevdepwv
0-0AVGidmV.

3. Zvuv-kAnpovounon opdluyng B- MA pe kdémoto pop-
oM a-MA: Zmv mepintmon auty, VTEPYEL KATAGTO-
A g Tapay®YNG 0-0AVGIdMV Kol TEPLOPIOUOS TNG
avicoTTog HeTaé&d TV a- Kot B- aAvcidmv.

4. TTapoveio dutdng etepolvymtiog f-MA kot O-MA 7
opolvyomtiog 6p-MA.

5. Auth etepoluymtia yia B 1 6p Baraccouio kot do-
pikég Topodriayég g B-olvcidog OT®S oocEoLpi-
wn E.I
Y& OTAVIEG TEPITTAOCELS, Topotnpeitan BAAPTN o€ Eva

uévov amd to dvo B-yovidwat. H exdnrowon EMA og
aoBeveic mov pépovv petdAraén Hovo 6to Eva B-yovidio
umopel va oyetiCetat pe Evav omd Toug okdAovBovg un-
yaviopovg! >

1. Zvv-kAnpovounon etepolvyotiog B-MA kot tpuria-

GLOGHEVOD 1) TETPOTANCLOCUEVOD 0-YOVISIOV.

e etepoluymreg B-MA, 1 cuviTopén TPITAAGIAGLE-

vou a-yovidiov' kat emopévmg 1 avénon T nepicost-

oG TOV a-0AVGid®V oL NN VIdpyEL, emPapdvel Tig

OLILOTOAOYIKEG TOPAUETPOVS TTOV GLUVNOME YUPOKTN-

pilovv Tovg anhovg popeig TG vosov. TTodd mepiceo-

TE€PO, 0 GLVOVAGLOG eTePOlLYNG B-MA Kot opolhyov

TPUTAUGLOOUEVOD O-YOVIOTOV E€YEL GOV OTTOTEAEGLOL

QKON LEYOADTEPT] AVIGOPPOTIO, TV AAVGIO®OV OPaL-

pivNg TOL CLYKPIVETOL UE QLTI TTOV TOPATNPEITOL GE

naoyovteg and B-MA. Tétoiotl acbeveig Exovy Khvi-

KEG EKONADOELS KOl ALLOTOAOYIKOVG deikTeg GLpPaTd

LLE EVOLGLEDT] LEGOYELOKT aVOpLicL, Y®PIG TV avarykn

GLOTNUOTIK®OV petayyicewv. Ta atpatoloyikd yopa-

KTNplotikd 17 achevdv pe antd tov yovotumo £deiéav

péon Hb 9,95 g/dl, MCV 63,4 11, kaw HbF 4,9%'+16,

2. Kinpovounon popeav B-MA mov petadidoviot pe
TOV KuplapY0 GMOUOTIKO YOPOKTPO

3. MetoArd&elg mov odnyodv oe actabeig B-aAvcideg
yivovtol epeoveig KMviIKa axoun Kot o€ etepdluyo
popon pe ewdva EMA pe Bapid dvoepvbpomomriy
avaiio kot cTAnvoueyoia.

Avtictoya,  un ékepacn 3 and to. 4 a-yovidia odnyei
katd kavova o a-EMA. O kKAvikdg gavotomog e€apTtd-
TOL 07T0 TO GUVOLOCHO TOV PETAALAEE®Y GTO O-yoVidial,
7OV UTOPEL VoL 03N YEL G€ TAN PN | LEPTKN OTADAELL TTOPOL-
YOG a-0Avcidag and ta avtiotoya yovidio (apoceat-
pwondBeia H) 1 mopaymyn petoriayuévng actabote
aAvoidag (.y. Alpwooeopivr Aypivio).20-23

Ot yovortumot mov oyetilovral pe v ekdniwon EMA
TOIKIAAOVV GTOVE d1AQOPOVG TANBVGLOVG, EVD VEES YEVE-
TG petaPoréc ota oyetilopeva yovidia, aAAd Kot véol
EUTAEKOUEVOL UNYOVIGLOT OTTOKAADTTTOVTOL SLPKDC2,
Emunpdobetor yeverikol mopdyovieg, aveEaptntol Tmv
UETAALGEE®Y TTOV 0QOPOHY GTNV TAPOYOYT TOV GOOL-
PWVIKOV 0AVGId®V, HToPEl Vo EMEPAGOVY GTOV KAVIKO
QovOTLTO NG Vooov. Tétolol Tapdyovieg givat ToAv-
popoicpoi mov oyetifovrol pe Tov 06TIKO PETABOAMGHO,
HE TO HETOPOMOIO TOV GLONPOL OAAG KOt LE TO pHeTAfo-
Moud tng yorepvOpivng®.

Ady®, Aotov, TG AAANAETIOPAOTC TOMATADY YEVE-
TIKAOV TOPAYOVTOV OTNV EKONAMOT] TOV KAIVIKOD (QOLvO-
TOmoL, N dtdyvewon g EMA mapapéverl, facikd, kKAviky
- UE KVPLO OTOLYELD TG d1AyvmONG TN Un €EGPTNON TOL
acOevoig oo petayyioeic’’. Qg anotélesua TG Qavo-
TUTIIKNG ETEPOYEVELNG, TOIKIAAEL Kat 1] AIKia d1dyveong
g vocov. e acheveic pe fmia ewcdva 1 S16yvoon pmo-
pei va KoBvuoTtepnoel apkeTd, apov 1 VOGO TAPAEVEL
OCVUTTOUOTIKY KOTA TNV TOdtkn NAKia, [e peavion
povov fmag avoipioc?’ . Avtifeta, og acbeveic pue cofa-
po eovoTuTo 1 dudyvoon tifetar cuviBwg g nAkio 2-6
ETMV KO, TOPA TO OTL 0LTOL EXPLOVOLY YOPIG TNV EQap-
HOYN TOKTIKOV LETOYYICEDV, TOPATPOVVTAL CKEAETIKEG
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A. Kattaunc et al

Swatapayég kot kabvoTépnon TS COUUTIKNG avénonc®.
T tov axpiPn kabopiopd g PapdTnTog ToL KAWL
K00 QaVOTOTTOV, TOALOT LEAETITEG YPTGILOTTOLOVV KAIVIKG,
KOl EPYUGTNPLOKE KPLTHPLa, OTT®G Eivat N nAkia d1dyve-
ong, 0 PaBUdS TG avapiog, 0 ETNPENCIOG TNG COUATIKNAG
avENoNG, 1 LVEMKT| VITEPTAAGIQ, 1] CTANVOLEYOALD KO OL
avaykeg og petayyioeic™ (Tlivakag 1). H viofétnon pog
kowng ta&vopunong Ba frav egapetid ypnon yio. ™
dpuovpyic GUYKEKPUEVOVY BEPATEVTIKOV TPOTOKOAA®YV,
KaODG PEYPL OTIYUNG 1) AVTILETOTIOT TOV 0o0evaVY e&o-
TOMIKEVETOL, LE KIVOLVO cuyVva vrep- M| vo-Oepaneiog,
avaloya e TIg GVVIHOEIS KOTA TOTOVE TPAKTIKES.

Mivaxag 1. Kpitripla yia tov KAIVIKO XapaKTNPIoHO TwV
acBevwv pe EMA"

Bapug tumog ‘Hmiog tUmog

HAwia Stayvwong 2-6 6-12
Awoo@aipivn (g/dl) 6-8" 8-10
Awatapayn avamtuéng + pEXPL ++ 0 pexpL +
O0TIKEG AANOIWOELG + pEXPL +++ 0 péxpt ++
SmAnvoueyahia + péxpt +++ + péxpL ++
Metayyioeig >mopadikd Kauia

BaBpog Baputntag 0=k, +=nmia, ++=evoldueon, +++=Lapld
*Hb>8g/dl péxpt nAikiag 6 eTwv

MNaBo@uacioloyia TwV KAIVIKWV
EKONAwoswv

Tpeig etvat o1 KHPLOL TaPAYOVTEG TTOL EVBVVOVTAL Y10l TIG
KMviég ekdnimoeig g EMA: 1 un anodotikn epvbpo-
moinon, N xPOVIe ALOAVTIKT OVOLULO KOL 1) VTEPPOPTMON
pe 6idnpo®?. O Pabudg g un orodotikhg epvbporoin-
ong amoteAel Tov mAéov kaboploTikd mapdyovta yio TV
avantuén g avarpiog, EVE 1 TEPLPEPIKN AUOAVOT| TMV
oplpev epudpokvuttdpmv emdpd devtepevdviac’’. H
avoio etvor GAlote GAAOL Pabpol kot pmopel va emt-
dewvmbel o e1d1kég KATAOTAGELS KOl KUPIWG 6T QAo
AOUDEEDV KOl EVTOVOL COUATIKOD GTPEG. AKOLLO OTOTE-
Agopa TG Un amodoTIKNG OLlonoinong etval 1 vTepmA-
Gi0 TOV HVEAOD TV OCTMV KoL 1] ELOAVIOT] EEOHVEMKOV
0écemv arponoinonc®*2*. H poghxh vrepriacio odnyel
GE YOPUKTNPIOTIKEG OKEAETIKEG AVOULAAIES TOV KpOviov
KOl TOV TPOGMOTOV, KAOMG KAl G€ AEMTVVGT TOV OGTLKOV
OAOL00 pe EKONAMON TABOAOYIKOV KOTAYHATMV.

Av kot 1 TEpLPEPIKN apdivon dev emnpedletl onpo-
vTiKd 1o Badud e avopiog, motdc0, £(EL GUCYETIOTEL
pe coPapéc emmAOKEG TNG VOGOV OTmG £ival 1] TVEVLOVIKTY|
véptacn Kot 1 ekdnimon Opoppospforikdv eneicodi-
®V. AVoADTIKOTEPO, TO KATESTPARUEVE EPLOPE TOL TPO-
KOTTOULV amd TN JdKacio TG AOAVGNG, 1| TOPOLGia

EVEPYOTOINGNG QUUOTETAAI®Y, EVOOOMAMOKDY KOTTAP®OV
KOl LOVOKVTTAP®V KOl 1) GUVUTTAPYOVGH SVGAELITOVPYID
TOV pUNYAVIGHOD TNG THENG, ONpovpyody, TEAKA, pio Ko-
TAOTOON VREPTNKTIKOTNTAG, Woitepa oe acheveig mov
£yovv vtoPAnOei o omAnvektop> 7. Téhog, N adAL-
on oyetiletal pe datapoyn Tng OUOLOCTOTIKNG pVOuL-
oNG TOV VITPLKOD 0EE1Si0V, YEYOVOC TTOV £YEL GLGYETIOTEL
He TV ekdNAmon Tvevpovikig véptacnc®. H mepipept-
KN odAven cVUPBAAAEL KO GTNV OVATTTUEN CTILOVTIKNG
OTANVOUEYUATING.

e avtifeon pe ) peiova f-MA oty omoia n vrep-
@opton pe 6idnpo givol facikd erokdiovbo TV Le-
tayyicewv, otnv EMA 1 apocidnpwon gival, kupiog,
AnOTELEG O OVENUEVNG EVIEPIKNG ATTOPPOPNONG G101pOv>.
Ytovg modvpetoyyilopevovs Baiacooipikong aobeveic o
6idNPOg GLECOPELETOL APYLKE 6T SIKTLOEVOOONALaKE,
KOTTOPO Kol 0KOAOVOMG OTO TOPEYYVLUOTIKG KOTTAPO.
H evomdBeomn c1dMpov oto dtkTvoevéodniiokd pokpo-
oaya odnyei og avEnuévn ovvleon eeppitivng Kot ame-
AevBépwon ¢ oty KukAoopia. Xtnv EMA, avtifeta,
0 CLVOVAGOG T 0TOd0TIKNG EpLOpOTTOINGNC KoL YPOVI-
ag avapiog/vmo&iog 0dnyel 6€ KOTAOTOAN TNG EYIdIvIg,
o€ aHENGN NG EVIEPIKNG OTOPPOPNGTG TOV GILONPOL Kol
o€ avénpévn amehevfépmon avaKLKAOVIEVOD GLONPOL
oo 10 dKkTLOEVE0oONAOKO choT. AVTO GUVERAYETOL
EAATTMON TOV HOKPOPOYOKVTTAPIKOD GLOPOV, CYETIKA
YOUMAG ETITEDQ, PEPPLTIVIIG KO ETAEKTIKT] OLLOGIONP®-
O1] TOV TAPEYYLUATIK®OVY KLTTApmV**4!, Xapaktnplotikd,
ot acBeveic e EMA og oyéon pe petoyylicoeloptmpie-
voug aoBeveic pe MA kot mapopola enimedo gepprtivng,
TaPoLo1Alovy ONUOVTIKG VYNAOTEPT VIEPPOPTMGT LE
cidnpo oto NIop. AviicTpoa, cravidtoto speavifovy
@OpTwoT otnVv Kapdid.*? Ot acOeveic, Aowmov, ue EMA
UTTOPEL VO TAPOVOIAGOVY TOIKIAES EMITAOKEG MG ATTOTE-
AU OUOGIONPMONGE, £0TM KOL AV QLT ENLTELEITOL U
Bpadvtepo puOud o GYEoT LLE AVTOV TOV TOPATIPELTOL
6T0VG petayyloloeaptopevoug acbeveic. Ot emmAokég
QVTEC 0POPOVY KLPIMG TOVE EVOOKPIVELS adéveg (vmobv-
PEOEIBIGLO, VTTOTTOPaBLPEOEISIoUD, GaKyapmON STy,
VIoYoVadIGHO, K.AT.) Kot T firap (oTad10Kn (Voo og Kot
kippmon). Ot eMmAOKES 0VTEG Eivat KATE KAVOVE GVGOM-
PEVTIKEG KOL 1] oLYvOTITA TOVG awédvet pe Tnv nikia®.

Epyactnplakn diepevvnon

2115 SOUKEG OLLOCPULPIVOTTADELEG, O OEiKTEG TV
epuBpdv givar onuavticot yuo T S1dyvmon Tov atLo-
opapvomadeidv*. Avtoi ot deikteg meplapupavovy Ty
atpooceatpiv, Tov apBpd Tov epuipdv Kot TNV KaTavo-
pn tov epubpav. Eivar yvwotd 611, ot Bokaccarpies avi-
KOUV GTIG VIOYPOLES LKpOKLTTAPLKEG avatpiec. O pécog
oykoc epuBpdv (MCV) givar o kAedi Kot £vag amd Tovg
ONUAVTIKOTEPOLS deikTeg TG ddyvoons. Ot Baiacoar-



Evéidueon B-Meooyetakn Avatuia

247

kot aoBeveic £xovv ehattopévo MCV? kon pio pedétn
€xel deiker 6Tt MCV 72fL eivon évag deiktng ol guai-
o0nT0G KO €181KOG Yo pia Thavn didyvmon Balacoiytt-
KOV GLVOPOLLOV.

To RDW (gvpog katovoung dykov tev epudpdv) givat
€vag delkTNG oV QOVEPOVEL TNV TOIKIALD TOL pEYEBOLG
TV gpuBpdV (avicokvuttdpwon). [TodAég vdypmpeg -
KPOKVLTTOPIKEG avaupieg yapaktnpilovrat amd avénon tov
RDW, evd avtifeta otic Bolaccayieg mapdyetat Evag
HOVOLSTKOG HKPOKVTTOPIKOC TANOLG UGS £puBpdV, YmpPig
ovvenokolovdn avénon tov RDW pe eéaipeon v at-
poceoatpwvortdfeia H ko tv etepoloyn op-Mecoyelok
avouio. Iap’ 6Ao avtd To RDW givar évag ypnoyiog dei-
KTNG 0ALG 0L LOVOSIKOG Yo T d1dyvwon Tev Boloooat-
KOV GUVEPOUOV.

"Evag dAAog deiktng mov givat emiong ypnopog, sivat
0 0plBpdg TV EpLOP®Y, YIOTl 1 LKPOKVTTOPIKY OVOL-
pio g Meooyetokng ovaipiog cuvodeveTal oo avEnué-
vo ap1Bud epubpdv apoceaipiov. Exiong ot peilova
Kot gvoldpeon Mecoyelokn avaitio DITAPYEL LETPLO 1} GO-
Bopn eEMATT®ON TG GLYKEVIPMOGNG TNG OLULOGOOIPIVIG.

I'a T0 apaKTNPIGUO TOV ULLOTOAOYIKOD (OLVOTVOTOV,
GUVEKTILMOVTOL 01 TILES TNG OLOCPOIPIvIG, TOL OUOTO-
Kpitn, ToV aptfuod TV epLOP®V, TOV EPVOPOKLTTAPIKGY
dewctov (MCV, MCH) kot ta enineda g HbA, ko HbFE.
INuovtikd poro mailovy To emimeda TG ALLOCPALPIVIG

Katd ™ didyvmon g evoldpesng Mecoyelokng ovapLi-
ag Kabmg Kot 1 ovvheon g apooceatpivig. AEl0AoYod-
VIO AVTA TO GTOLYEID TOV TPOCPEPOVTOL OO TNV YEVIKY|
aipatog kot v niektpoodpnon g Hb, purmopei va yivel
oYETIKG, a&lOTIoTN EKTIUNOT Y10 TO YOVOTLTTO TOL ache-
voug (Zynpa 1).

210 emiypiopo 1oV TEPLPEPKOD aipaTog eppavito-
VTl OAEG OL YOPOKTNPIOTIKEG OALOIDCEIS TV EPLOPOV
(voypwpio, OVICOKVLTTAPWGT), LIKPOKVTTAP®GT), TOIKO-
AOKVLTTAP®OOT|, GYIOTOKVLTIAPMGT), TUKVOKLTTAPMGT)) G
évtovo Badud kot cuyva vdpyovv Kot epubpoPrdctes.

H HbF ot dudyvoon propei va motkidel cOpemva
He To yevetikd Eaderpa omd 5-100%. Ot B° opolvydteg
&yovv oxeddv 100% HbF, evd otovg opoluydrteg B 1
HbA mapovoialetan pe mowkito mood. H HbA, givon >4%.?

Amd ToV EheYY0 TOV YOVEWDV, 0 VoG 1 Kal Ol 3OO Yo-
Vel etvat oot popeig B-Mecoyelokng ovaiog e vym-
A6 emimedo HBF 1 oplaxég tipéc HbA,.

H napadociokn nhektpopdpnon sival  péBodog yia
TNV TODTOTOINOT| KOl TOGOTIKOTOINGT TV TOIKIADY TV
oo PopVaV*, Xpnoipomolodvtot NAEKTPOPOPNTIKEG
HEBOBOL TTOV EMLTPETOVY TO SLUYWPLGUO TOV AUHLOGPALPL-
VOV G€ d0POPETIKA NAEKTPOPOPNTIKG péEGa Ko Tydv pH
(1. o&ewn| xuttapivn pH 8.5-9.0, kitpucd dyap pH 6.5
K.00). X€ TOAAG EpYAGTIPL XPNCLOTOLOVVTOL Y10 TNV TOL-
TOTO{NGN KOl TOGOTIKOTOINGT TMV OUUOGPAUPIVAY NAE-

MCV fL. <78 <78 <78 8§9.5+4.9 | k@ K@
MCHpg [<27 <27 <27 29.8+1.5 | ko K@
Hb pattern | A+F(0.1-7%) | A+A;<3.5% | A+F(3-16%) A+nuboi.Hb+A> | HbA, HbA K Actubig

+A5>3.5% Fe gueiok +A2<3.2% 2.8-3.5 K B-ulvoidu

HbF kg Heinz +
Awayvoon | Etepoloyog B Etepoluyog 8p | S.C.D.G,0.E, p prT Dopiug DNA
n HPFH Lepore silent silent TPITAOGIAOUEVOD | EAEYYOSC YO

Mepartépo | Aviluon DNA yia a- o (oo o) actein -
£hEYHOG MA akoaidu

Etepouyog B-MA(B’, p°p™)

S

Evowapeon p-Meooyerokn Avarpia

Kupibrepor svvdvaopoi f ko e-8alacoupikdy
yovidiov Evéiapeons Megoyewnkic Avapiog

BB BB W BB /ey /-
pip* B/B" 1 B°/p" non del a2

n‘ll: slllrnllI ‘ [5+J'I|3+ fl ﬂoIB+ -a/aa fl —laa
B!il cn Jrﬂm len

ZxApa 1. AA\yopiBuog Twv kuplotepwy ocuvduaopwv Evdidueong B-Meooyelakrig avapiog
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KTPOQOPNTIKES TEXVIKEG o€ cuvovaoud pe HPLC (High
Performance Liquid Chromatography).

Ot aoBeveic e EMA mpémnel vo eAéyyovtal cuGTN -
TIKG Y10, vEPPOpTOGN 6181 pov. Ot KupLdTtepot Prodeikteg
OV 0POPOVV TO pETABOMTUS TOVL G131PoL otV Evoidpe-
on Mecoyetakn avaiio givat ennpeacpuévol 6€ TOAAODG
acBeveic. Evdeiktikd, 6mmc meptypdptnke npdo@oto og
opada aobevav, Tov TtapakorovBovvial 6o Nocokopeio
Iaidwv ‘H Ayia Xogia’, ot péceg TIHES TNG QEPPLTIVIG
(439+£517pug/L), TV emmédmy ToV UN-0eGUEVUEVOV-
pe-tpavepeppivn odnpov (NTBI) (1,92+2 pmol/L) ko
TOV EMIESOV TOL SOAVTOD VITOSOYEN TG TPOVOPEPPI-
vng (sTfR) (11,443,4 mg/L) ftav onpovtikd vymiote-
pec Tov poptopev (117£51ug/L), (1,23+0,2mg/L) ko
(0,1240,02 pmol/L), avtictoya®. e mepintmon evoei-
Eewv VITEPPOPTOONG G101 POV, INAdN el AVENUEVOVY 1)
0PLIKMV EMITESDV QEPPLTIVIG /KOl VENIEVO KOPEGHO
TpOVePEPPivG, Bo Tpémel va ekTipdtan 1 vamdOec Tov
G1OMPOV TOVAGYLIGTOV GTO NP UE EOIKEG TEYVIKEG Lo
YVNTIKAG omeikovionce.

OEPAMEVTIKI AVTIHETWION

H avtipetdnion tov acbevov pe EMA mpénet va eo-
TOLLKEVETAL, 110 Kot 01 060gveic Tapovotalovy oNUOvVTIKY
KMvikn etepoyéveta. H avtipetdmion €xet 600 mapdAin-
AOVG GTOYOLG: TNV PEATIOON TOV TAOOYEVETIK®Y pnyovi-
GUOV, TOL B 0N YNOEL KOl GE TPOANYT LAKPOYPOVIOV
TPOPANUATOV KOL TV AVTILETOTION TOV EMTAOKDV. P1-
Qucn Bepameio pe okomd v iaon pmopei va yiver povo
HEC® HETAUOCYELONG APYEYOVOV AULOTOMTIKOV KUTTA-
pov. Agdopévou Opms ¢ To&wdtnTag g enéupaong,
N Bepaneio eavtn Tpémet va yivetar pdvo oe acheveis pe
Baptd KAvikn ekdva Kot ETGOOAN TPOYVOGCT) KoL LOVO
pe amoAvTa cLUPATO GuYYeVH S0TN. METaoGYEVGELS A
EVOALAKTIKOVG 00TES AmMOTEAODV (IKPOL TEPOUOTIKES LE-
000d¢eg pe aduatoloynta vynAn To&koTnTO.

Avtiustwmon tn¢ avaiuiag

H avoio amotelel To mpmtapyiky artio T vocou.
H avtyetdnion g odnyel og Bedtioon g motdtrog
CoMc tov acbevdv Kot urTopel vo amoTpEWeL TIg EXLTAO-
K€G TNG VOoOV.

Metayyioelq

H ypovia avtipetdmion g ovotpiog amotelel o
Oepamevtiky tpoxinon®S. TloAlanioi Topdyovieg mpé-
meL va. Aapfavovtot VIO TPOTOL ATOPAGIGTEL O TPO-
TOG OVTILETOTIONG TNG. O Tapdyovteg ovtol oyetilovton
pe 1o Pabuod e avouiog, v dtoypovikny g eEEMEN,
TIG EMMAOKEG OV €)EL EMPEPEL, KABDC Kot TNV NAKio

oV aoBevoic kot Tov Tpdmo {wng Tov. Evdedeyn aviiv-
o1 TOV TAPAYOVI®OV ToL ennpedlovv To Padud avapiog
Ko Vo&iag, OTME TO TOGOGTO TNG EUPPVIKNG ALLOGPALPi-
g, 0 akpPg YovoTLTog, 1| SLVOHTTAPEN TOAVHOPPIGUDY
IOV EMAYOVV TNV EKQPOCT] TOV YOVISIOV TOV Y-0ADGEDY
(xvpiwg o ToAvpopeiopdc Xmnl), ot deikteg epvOpomoi-
NoNG LWITopovV Vo, GVUBAAAOVLY € KaADTEPT TPOPAEYT
g mopeiag Tov aebevovg Kat avtictolyn e&atopikevon
g Bepamneiog Tov.

O Baowdg TPOTOG AVTILETMOTIONG TNG CVALLLOG Etvat Ot
HETAYYIGES CUUTVKVOUEVAOVY EpBpav. TTpty Eexiviicouy
o1 petayyioelg etvan amapaitnto va yiver extevig goivo-
TUTTIKOG YOPOKTNPIOUOC TV EpLBPOKVLTTAPOV, dedOuE-
VOL OTL T TOGOGTH AALONVOGOTOINGNG 6TOVG acbeveig
avToVG glvat Widutepa vYNAOTEPA G GYéon Le acbeveig
ue peilovo pecoystoxn avoupiot®. Ov petayyicelg yopn-
yobvTol L GUYKEKPUEVOVY eVvOeiEemV Kot TpEmEL va, Yi-
vovtot pe eedd. Koatd xavova, otnv EMA petayyiceig
OTOLTOVVTOL GE ATOTOUN TTACT| ALOCPALPTVNE, OGS KATA
™ S1dpKeLn AOUDEEDV, Y10 XEPOVPYIKES EXEUPACELS KOl
o€ gykvpoovvn. Taktikég petayyioetg stvon amapoitnreg
v Toudud pe kabvotépnon avantoéng 1 coPapég ooti-
KEG OAAOUDGELC 1] Y10 TNV AVIYETMIOT EMTAOKDV, OTMG
KAMVIKG OMUOVTIKES EE@UVEMKES E0TIEG KOl TVEVLLOVIKT
vréptaon. To ypovikd SacTNUe TV TAKTIKOV HEToyYi-
oemV TOIKIAAEL avaloya e To vrokeipevo aitio. Eivot ye-
yovog 0tL 1 Pektioon g Bepaneiog amocdnpmong £xet
KAveL TG evoei&elg yio petayyioelg Ayotepo avotnpéc. Ev-
SEIKTIKO AVTOD E1val OTL Y10 0pKETOVS 0lGOEVEIG [LE OPLUKO
eowvotumo petald petlovag Kot vOlaeons LeGOYELOKTG
avaLpioG, VITAPYEL 1 TACT Y10, EVAPEN GUGTILOTIKOV LLE-
tayyloewv og avtibeon pe 0t cuvéPave Todadtepat’.
H tdon avt) vroompiletal kot amd vedtepa dedopéva
amod extevelg peAétec mov delyvouv Ot acBeveig e EMA
oL £xovv AaPet petayyicelg Exovv Myodtepa TpoPAnpo-
TO OO VTOVG TTOL deV EYovV AdPeL. ©

XTTANVEKTOMN

O omMjvog vepmAdoceTol 6Tovg acbeveig e EMA
AOY® eEmpveMKNG apotoinong kot d1€yepong Tov dt-
KTVOEVOOONALOKOD CLGTAUATOG AOY® TG XPOVING 0o~
Avong. Evdei&eilg omAnvekTopng amoteAovy 1) VIEPUETPN
S1OYK®GT) TOV GV, TOL KvdUVEDEL VoL paryei 1] OV divel
CUUTTONATO TOVOV 1 QUCTENTIKG EVOYANUATA, KAIVIKY|
€1KOVO, VIEPCTANVICLOV pLe Agvkomevia Kot Opopforevia
KoL 1 TPolovsa avénoT avayk®dv o€ petayyioels. Metd
TN GmANVEKTOUN, VITApPYEL PEXTimon Tng avaiog yuo ap-
KETA peydAo ypovikd ddotnpa. Aedopévov GG, OTL M
omAnvekToun £xetl cvoyeTiobel pe avEnuévn ThavoTTa
EMTAOKDV, OT®G OpopfoerPortkd enelcOOL0 KOL TVEVILO-
VIKT] VEPTOCT), TPEMEL VAL YIVETOL HETA 0O GOPopd TPO-
BAnuotiopo kot eEGVTANON GAL®DY EVOALOKTIK®V TPOTMV
Bepaneiog®** Ipo g omAnvekTopng TPENEL Vo, YivovTal
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ot amopaitntol epPoriacpol GUUTEPIAOUBOVOUEVOVY Kol
TOV VeOTEPOV cLLEVYHEVOVY gUPOM®Y £VAVTL TOV TTVEL-
HOVIOKOKKOV, UNVIYYITIO0KOKKOV KOl OtOQIAOL TG YPi-
7ng tOmov B. Avtiiotiky ynueionpodiaén Kot £ykaipn
OVTILETAOTIOT TOV AOIUOEEWDY TPETEL VO, GUVIGTATOL GTOVG
oAnvektoun0évtec acOeveic®.

DapuakeuTikA BeAtiwon tng Avatuiag

OepnTiKd 1 ATOKATAGTOON TNG AVICOPPOTING oL~
POY®YNAS O~ TPOG UN-0. CAVGIO®V TNG PLCLOAOYIKNG Ot
poceopivng pmopel va yivet pe av&non e mopaymyng
G Y-0AVG100C. APKETEC PAPUAKEVTIKEG OVGIEC EXAYOLY
TNV £KQPPOLCT TOV Y-YOVISIOV KOl LEPLKEG OO BTG £XOVV
ypnoyomomBel o€ PeAETEG N OTNV KAWVIKY TPAEN Le pe-
PIKT AMOTEAEGUATIKOTNTOS,

H 7o cuyva ypnoylomotovpevn ovoia givol n vdpo&o-
kapPapidn (Yopo&vovpia). H vdpo&ukapPapion amotelel
QAPLLOKO ETAOYNG Y10 TV SPETAVOKVTTOPIKY ovarpio. Ot
MEPLOCATEPES LEAETES QLPOPOVV ElTE MKPES GEPES aoBe-
vav, gite peyolitepeg celpéc achevdV TPOEPYOUEVES
OL®G amd YDPEG OTOL 1) OVIYLETAOTION TV AGHEVDY deV
glvat 18avikn, OTOL KoL 1) PO TNG ATOTEAEL LLdl OvOL-
yKoio evodloktikh Tov petayyioewv?>?. H yopfiynon
g vopo&ukapPapiong oxetiletar pe adEnon g evdoe-
PLOPOKVTTOPIKNG ALLOCPALPIVIG, TOV HEGOV OYKOV TMV
gpvBpoxvttdpmv. H apoceaipivn dev mapovcidost evi-
alo avénon oe 6Aovg Tovg acbeveic. H avénon avtr oye-
tiCeton pe ToANOVG TapayovTeg, OTMG O YOVOTVTOG TV
acBevav, n vmapén Tov ToAvpopPiopod Xmnl, n cuyyo-
pyNon GAlev eappdkmv (m.y. kapvirivn) k... H ypn-
on g vdpo&ukapPapiong Exet oxetiobel pue Pertimon g
vevikng evegiag Tov acbevav, otabepomoinomn tov e&m-
HLEMKOV €0TIOV Kot peimon tng Opopfoeiikng katd-
0T00NG TOV 060eVDV aVTdOV*S. Te pakpoypovia ypniomn
TOV QOPUAKOV POIVETAL VO DTTAPYEL 10l GYETIKT OTMAELDL
™G apykng evepyetikng dpdong®®. H vdpo&ukapPaption
EXELYPNOIUOTONOEL EKTETAUEVA GTIV OVTIUETDTIOT] KAL-
VIKG-GNUOVTIKOV eEOUVEMKOV EGTIOV,

AvEnon g eUPPLIKNG ALOGPPIVIG ETLTVYYAVEL KoL
N xpNon TV Mmapdv o&éwv Ppayeiog aldcov. Ot ovacieg
OVTEC TOPEUTOSILOVV TNV OTAKETVAGOT| TOV IGTOVAV QV-
EGvovtog TV amrodoTikOTNTAS TG HETAPpacnS Tov RNA
™G euPpuikng arpoceopivng [apd tov apykd evbovot-
0oWO, Ol SOKLUES LLE TO, TOPAYOYO OVTA lval PIKPES KoL
Bpayeiog diapketog , pe pkpn Kot pUn opotdpopen Berti-
MG NG AVOIUING € LEPOG TOV 0ICOEVAOV TOV GUUUETEL-
yov863 . EmmAéov 1 pLokpoypovia yopryn ot VIoVorEDEToL
amo TNV avayk yio gite dtapkn evoopAEPia xopnynon, 1
Yo xpron peydiov apfpod yamidv nuepnoimg.

AAleg ovoieg, mov €yovv gpeuvnbel aAAd g PiKpo-
TepEC oepéG sivar S-alaxkvTidivn kot 1 BaAtdopion o,
To v mepatépm evepyomoinon g epvdpomoinong
€youv ypnoipomombel kKo avénrikol mapdyovieg pv-
Bpomoinong, kuping epvBporomtivny Kot dapPfomroetivny

. Ta, amoteréopato Tov dokudv eivar docoeEuptdye-
v 0AAG avopotoyevn. Kolvtepa gaivetot vo, amovtodv
ot acBeveig pe younAd eninedo EPO kot vymAotepn Hb.
Emumléov, o1 600g1g TOL YPpNOLOTOLoVVTAL Eivat 1d10iTe-
po VYNAEG, TOL KABIGTA TO KOGTOG GUYVE ATOYOPEVTIKO
v gupgia ypnon.o-¢7

AVTIUETWMION TNG AIUOCIONPWONG

Onwg Mon avapépbnke, ot acBeveig e evdidpeon
HecoyelakT] avatpio peavilouy vIEPEOPTOON G POV
KUPIWS MG GUVETELD TNG AVENLEVIG YOGTPEVTEPIKIG OTTOP-
pOPNOoMNG GLNPOL TToL endyeTal amd TNV Evtovn epvbpo-
TOiNoT KOl amd TIC TEPIOTUCLOKES LETAYYIOELS Oi[LOTOG,
7oV pmopei vo, ypetacovve3%, H vreppdptoon o1dn-
poL GUVOEETAL e AVENEVO KIVOLVO ELOAVIONG ETLTAO-
KOV OV €YOVV GYEON LE TNV LIEPPOPTWST GLoMpov. Ot
EMTAOKES OVTES 0pOPOVV KLplmg PAAPT TOL HTOITOG KOl
€VOOKPVIKY duGAEITOVPYiD. ZE GUYKPLON LE TOVG aobe-
velg Tov VTOPAAAOVTAL TAKTIKA OE LETAYYIGELS, Ol EMTAO-
K& eppavifovton o peyaidtepn nikia (21-4" dexaetio)
Kot 1 Kapdokn odfpor kot ducisttovpyia eppavile-
Tl 6€ PUKPOTEPO TOCOGTO.

Eivat ebhoyo 6tin aprocidnpmaon dev pumopet va avti-
petomodel e aLapapEcELs, OTWG o achevels pe cuy-
YEVI] QULOYPOUATMOGN, AOY® TNG AVOLUING. XVVETMS, N
Oepameia pe ynAucong Tapdyovteg SEGHEVONG TOL GLON-
pov amoteAel T povn péBodo yua va petwbet 1) va drotn-
pnBei otabepd 0 PopTio GLONPOL GTOV OPYAVIGUO AVTMV
tov acfevov. Kot ot 3 mapdyovteg amocidnipwong, mov
glvar onuepa draBéoyot, dMnradn depepoaptivn, depe-
putpdvn (Ferriprox) kot depepactpdén (Exjade) €xovv
ypnoomomBel, 6yt OU®G cuoTNUATIKE, KAOMOG Ot LeAE-
TEG OVTES APOPOVV KLPLMG AVOPOPES TEPIMTAOCEMY 1) [t~
KPEG UM TOYOLOTTON LLEVES OOKIULES. X€ pial LeAETN 6 Unvav,
xpnom depepolapivig oe 10 aobeveig odnynoe oe peimon
tov emmédmv pepprrivinc®. H ypnon mg depepmpdvng
Beltimoe ta emineda g QeppLTivig 0pov KoL TOV NTATL-
KOV G101PpOoV, KAODS KOt KATOLEG OLLATOAOYIKEG TOLPOLLE-
TPOVG KO TOPAUETPOVS LETAPOALGLOD TOV GLONPOV, OTT®G
™V apoc@atpivn, v gpufpomomtivn kot Tov aotadn
oidnpo mAdopartog (LPI), o omoiog givatl cvustoTikd tov
un ovvdedpevov pe Tpavepeppivn cdnpov (NTBI) mov
avTavoKAQ TNV Tapovcio SuVNTIKA To&kod G1d1poLv 6To
mAdopa’. Avtiotorya, 1 gpnon depepactpding Pertio-
0€ ONUOVTIKG TO. EXITEdA PEPPITIVIG KAl TN CLYKEVTPO-
o1 TOL GLONPOL NIatog petd and 1 M 2 ypodvia Bepameiog
og 2 pkpég opadeg aobevav’ 2. Mia toyaiomomuévn,
SUTA-TOOAN, EAEYYOLEVN LLE EIKOVIKO PAPLLOKO, LEAETT|
oaong I, otn xpnon depepactpding ovapuévetat vo oro-
Kinpwbei cvvropa (ApOudés EUDRACT 2007-007000-
15) ko B amoteAécEL TV TPATN GUOTHUOTIKY HEAETT
anooc1dnpwong 6tovg acbeveic pe EMA™.
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ZvunmAnpwuatikn Aywyn

AvTio&eldWTIKA KAl CUPTTANPWHATA
Brtapivwv

[MoAamAég peréteg €yovv dei&el dratapayés oTnv
100pPOTTiC, OEEODTIKDV/AVTIOEESDTIKMY TOPUUETPOV TTOV
eaiverol va cupfariovy oty Ttafopucloroyia g vosou
TPOKAADVTOG 10TIKT PAAPN Kot endyovTeg diepyacies and
TN VATTLEN WOB0VE 16TOD KOl TNV VIEPTNKTIKOTNTA®,
Av kot og BepnTikd eninedo 1 xpoN OVTLOEEOOTIKOV
OVLCLMV OVOUEVETOL VOL EXEL OTLOVTIKG OTOTEAEGATA, OEV
VIapyovV emapKN dedopéva amd KAVIKEG LEAETES TTOV VO
10 emPePardvouy. Ot HEAETEG AVTEC £XOVV YPTGULOTOUGEL
avtio&edmtikég ovoieg Onmg Prrapivn E, N-acetylcysteine
Kot TOALEG GAAEG OVGIEG PUTIKNG TPOEAELONG 1] OVTIES
7ov PonBovv 610 petaforiopd tov Mmidio (1.y. Kopvi-
Tivn). Ot pedéteg auTég Exouv KoTd Kavova pkpod aplipd
acOevav, Tnv un vmapén opddog Ereyyov e placebo, Tnv
advvapio KBoPIoHOD OVTIKELEVIKMY SEIKTOV LETPNONG
TG ATOTEAEGLATIKOTITAG KOl GLYVE TNV advvapio yopn-
YNoNG dOGEDV APKETA VYNADY OV VoL TPOKOAOVY OETIKO
amotéAecia. G €K TOVTOV, deV ival EMAPKN TAL GTOLYELDL
Y10 Va. YIVOUV YEVIKEVUEVEG GVOTAGELSS.

e avtifeon, oe acBeveic pe emPePforopévn ket
yn Brropivov 1 yyvootoyygiov ivar emPefinuévn n xo-
prynon tov avtictolyy®v cuumAnpoudtov. Evéektikd
AVOPEPETAL 1] GLYVY AVAYKT YOPNYNONS WELSAPYDPOL 1
Brrapivng D. Kabnuepwn yopriynon tovidyictov 1 mg

QULAMKOV 0&E0G gival cLVNOIGUEVT] TPOKTIKT Y10, TOVG
ac0eveig 0VTONG e GKOTO TNV KAAYT TV OVAYKOV TOL
TPOKOAOVVTAL 070 TOV EvTovT £puOpomon Tk dpdon®>74.

AvtiBpoufwtiki Aywyn

TToAomAég peréteg €xovv deikel Ot o1 aobeveic pe
EMA mapovciaovv datapoyr T@v mapayoviov méng
Kot avEnpévn vrepmnkrikodtta. Ta Toc0oTd epedviong
Opopfoepforikdv eneicodiny, 13iwg o cAnvekTounbé-
vteg aobevelg, eival onpavtikd vymAoTepa amd TO YEVIKO
TANBuopd*+¥, To 10 Aoy anTd, GUVIGTATOL ATOPVYT TPO-
OpoLPOTIKOY TaPAYOVI®V KoL OVTIINKTIKY oYy OTav
ot aofeveic Ppefovv 6g KATAGTAGELS TOL EVOOMVOLV TIG
Opopfacels (Lakpoypdvia aKvnoio, EyKOHOcHVN, K.AT.).
H ypdvia yprion avIooTETOAMOKNG 0y®YNG LE Aompi-
1, Wimng og acbeveic pe omhnvextopn Kot Opopporut-
Tapwon, gival cuvnOng TPAKTIKY, TOL OpMG otnpileTal
TEPLOGOTEPO o€ BemPNTIKO EMIMESO TOPA GE TVYOLOTOL-
NUEVEG perétec®.

Enidoyog

H EMA oamotelel pio etepoyevi opddo apocoopt-
vormafeldv, 1660 KMVIKA 660 Kat yevetikd. O akpiPng
KkaBoplopdG TOV YOVOTOITOL KO LLOKPOYPOVIL, TOPOKO-
AovBnon Tov acbevov amotelobv arapaitnta GLoTo-
TIKG TG OVTYETAOTIONG TOV 0.GHEVOV QVTOV Kot TPETEL
mavta vo eEatoptkebeTal.

Thalassemia Intermedia (TT)
by Antonis Kattamis', Marina Oikonomou?, Alexandra Stamoulakatou®

'First Department of Pediatrics, Athens University, St. Sophia’s Children’s Hospital, Athens,
’First Department of Pediatrics, Aristotle University of Thessaloniki, Thessaloniki,
SHematology Laboratory, St. Sophia’s Children’s Hospital, Athens

ABSTRACT: Thalassemia Intermedia (TI) is a clinical condition, covering the space between the car-
riers and the transfusion-dependent patients with Thalassemia. Both clinically and genotypically, these
patients have marked heterogeneity. TI is caused by a variety of combinations of molecular defects or/
and polymorphisms, which result into moderate/severe disturbance of the balance of production of al-
pha-and beta-chains of hemoglobin A. The basic pathogenetic mechanisms of the disease include the
inefficient erythropoiesis, peripheral hemolysis and progressive iron overload due to excessive iron ab-
sorption from the gut. The hematological profile of the disease is characterized by hypochromic, micro-
cytic anemia with characteristic abnormalities in the hematological indicator, which are dependent on
the genetic basis. The treatment aims at the improvement of the anemia and in preventing and address-
ing the long-term complications, due to chronic anemia, increased erythropoiesis and iron overload. The
transfusions in these patients must be given only when indicated. Splenectomy may improve the clini-
cal picture, but is associated with increased risk of pulmonary hypertension and thromboembolic events.
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