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AdLepwOELG

ZTNV OLKOYEVELA MOV, TIOU UE oTnpllel mavta.
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NepiAnyn

Ol awpoodatplvondbeleg elvat Pl opada voowv mou eivat blaitepa cuxvi MayKOoUIWG.
AUTEC Ywpllovtal avaloyo HE TO AMOTEAECUA TNG METAAMAENG TIOU TIG TIPOKAAEL: av N
HETAANAQEN eMnPeAlEL TNV TTOCOTNTA TNG alpoodalpivng mou mapdystal (Balaocolauieg) n
TNV moldtnTa autng (molotikeg dlatapaxeg tng Soung atpoodalpivng). Itnv mopovoa
£€pyacio. OKOMOC NTOV va TOPOUCLAOTOUV Ol OLHOODALPLVOTTAOELEC, O HNXAVIOUOG
QVATITUENG QUTWV Kal ol SLoBEolpeg BepameUTIKEG eMIAOYEG. APXLKA TIAPOUCLALETAL N
Sdoun kat n Asttoupyia TN alpoodalpivng, oTn CUVEXELA O YEVLKOG LNXOAVIOUOG OVATTTUENG
TwV alpoodalpvonabelwv Kal mapouotalovtol emSnUIOAOYIKA oToxela Twv dopéwv
HeETAAAQYUEVWY alpoodalplvwy o SLAPOPEC XWPEG TOU KOOUOU. ITn OUVEXELD YiveTal
taflvounon Twv algoodalpvonabelwy o€ Katnyopleg kal ouvtoun avadopd oto
YOVOTUTIO KOl TNV KAWVIKA Kal GOLVOTUTIKY ELKOVO QUTWV. To KUPLO HEPOG TNG €PYACLOG
Xwpiletat oe OU0 KedpdAala OMOU TAPOUCLALOVTAL OL TIOOOTIKEG KO TIOLOTLKEG
alpoodalpvonabeleg avtiotoxa. Ol TOOOTIKEG alpoodalplvomabele¢ - oAALWG
Bolaocoatpika ouvdpoua- xwpilovtal oe a-Balacoatpieg kat B-6alacoaluieg, avaloya
He To mola yovidia emnpedlovral. Kot oti¢ SU0 TEPUTTWOELS TTAPATNPELTAL ONUAVTLKN
nowopopdia w¢ mpo¢ TN Paputnta NG vooou. H TO ouxvA  TIOLOTIKN
alpoodatlpvonabela  elvat n  SPEMAVOKUTTAPLIK VOCOC TOU TIPOKaAegital amod
UTIOKOTAOTOON OUWVOEEOC OTO £€KTO UTOAElUpa tng umopovdadoac B-odatpivne (RS-
Glu—>Val). ANEeG TTOLOTIKEG LETAAAAEELG TTOU 08N YyoUV o€ atpoodatlpvonabela mpokaAouv
aAAayn otn otaBepdtnta TNG alpoodalpivng, Tn CUYYEVELA OTO 0EUYOVO, TNV TTApAYwWYN
peBalpoodatpivnc Kal Tn HETAUETAPPACTLK TPOTOMOLNGN TWV ALUOCHALPLVWV. I€ ATILEG
HopdEc ouvnBwg dev amalteital n xopnynon Kamoleg Bepameiag ) 0€ OPLOUEVEC
TIEPUTTWOELG UMOPEL va xopnyouvtal cuurAnpwpata GuAlikol of€og r)/kal odrpou. X
O POPLEC TIEPUTTWOEL TIPAYUATONMOLOUVTOL METOYYIOELC. AvaAoya HE TO Qv
ennpealovtal AAAa Opyava Kol CUOTAUOTO MUTMOPEL va XOPNYELTAlL OUMUITANPWHUATIKN
CUMMTWUOTLKA Beparmeia. AKOUa, €Xxouv Kataypadel kal emiktnteg apoodalplvonabeLeg
oL omoleg avadépovtal. Ie autn TNV Tepimtwon ywa tn Bepaneia ouvABWG emapkel n
QTTOUAKPUVON TOU TAPAYOVTO TIOU MPOKAAECE TNV algoodalplvonadela, evw o ofeieg

TLEPUITWOELG UTTOPEL VAL XPELOOTOUV KL TILO SPAOTIKEG Beparmeleg, OMwG UETAYYLON.
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Ne€elg kKAelbLd: awpoodalpivn, alpoodatlpvondbela, Balaocoatuia, SpemavoKUTIAPLKA

voooc, Bepaneia
Abstract

Hemoglobinopathies are a group of diseases that are particularly common worldwide.
These are divided according to the effect of the mutation that causes them: whether the
mutation affects the quantity of hemoglobin produced (thalassemias) or its quality
(quality disorders of the hemoglobin structure). In this work, the purpose was to present
the hemoglobinopathies, the mechanism of their development and the available
treatment options. First, the structure and function of hemoglobin is presented, then the
general mechanism of the development of hemoglobinopathies and epidemiological data
of the carriers of mutated hemoglobins in various countries of the world are presented.
Afterwards, the hemoglobinopathies are classified into categories and a brief reference is
made to the genotype and their clinical and phenotypic picture. The main part of the
essay is divided into two chapters where quantitative and qualitative hemoglobin
diseases are presented respectively. Quantitative hemoglobinopathies - or otherwise
thalassemic syndromes - are divided into a-thalassemias and B-thalassemias, depending
on which genes are affected. In both cases there is considerable variation in the severity
of the disease. The most common qualitative hemoglobinopathy is sickle cell disease
caused by an amino acid substitution in the sixth residue of the B-globin subunit (B6-
Glu=>Val). Other qualitative mutations leading to hemoglobinopathy cause changes in
hemoglobin stability, oxygen affinity, methemoglobin production, and post-translational
modification of hemoglobins. In mild forms, no treatment is usually required, or in some
cases folic acid and/or iron supplements may be given. In more severe cases, transfusions
are carried out. Depending on whether other organs and systems are affected, additional
symptomatic treatment may be given. Also, acquired hemoglobinopathies have been
recorded and are mentioned. In this case, the removal of the factor that caused the
haemoglobinopathy is usually sufficient for the treatment, while in acute cases more
active treatments, such as transfusion, may be needed.

Key words: hemoglobin, hemoglobinopathy, thalassemia, sickle cell disease, treatment
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MpoAoyog

OL oawuoodalpvormabeleg elval  KANPOVOULKEG KOL YEVETIKEC OLOTOPOXEG TIOU
xapaktnpilovrol amod onUAVIIKEC aAAayYEG oTn Sopr, TO OXAUA Kal TNV AElToupyila tTng
alpoodalpivng, dlatapdooovtog £ToL TNV LKAVOTNTA peTadopdc ouyovou GTOUC LOTOUG,
odnywvtag £tol o€ anodpaén Tou ayyELAKOU CUCTAUATOG.

Ot aipoodatpvonabeleg eival pla opada Satapaxwv Tou Slokpivovial o€
TIOLOTIKEC, AUTEC SNAadr Tou €xouv oXEan e TIG SOULKEG TTapaAAYEG TNC atpoodalpivig
KOl O€ TLIOOOTIKEC, AUTEG TtoU oxeTilovtal pe PETAAAAEELC oTa odalplvika yovidia

OL 6U0 TLO ONUAVTIKEG TOUG KALVIKEG OLOTAPAXEC TOYKOOMIWG eivat n B-
Bolaocoalpia kot n Spemavokuttaplky avaipia. Ou B-OaAacoalpieg odeilovtol o€
ehattwpévn ouvBeon NG B- alucidag, Adyw petaldéewv tou B yovidiou NG
awpoodatpivng. H coBapotnta tng vooou efaptdatal and tn duon tng HetaAiagng. OL
HMETAAAAEELC £XOUV WC CUVETIELD TN MELWHEVN Ttapaywyn B-aAucidwy, He amoTEAEGUO TNV
mapaywyn mepiooslog twv a-oaAvcibwv. H Spemavokuttoplkr avaluio odeiletal oe
HETAAAaEN otnv omola n adevivn avtikabiotatal anod Bupivn. To 24% tou MAnBuouoU
TAYKOOUIWG elval ¢opeic OAwWV TwWV YVWOTWV YOVISLWHOTIKWY TOpaAAQywV TOU
ipokaAoUV aupoodatpvonadelec. H péon ouxvotnta twv ¢opéwv pe Balacoaluia otnv
EA\GSa elval mepimou 7% Kot oL YEVVNOELG ATOMWY e atpoodalplvonadeleg Eemepvouv
T1¢ 100.000 eTnoiwg.

H cwotn kat éykatpn Slayvwaon eNLTPENEL TNV €vapén Tn¢ Beparmeiog mou Katd éva
HEYAAO MPEPOC otnpiletal otig peTayyioelg aipatog. Qotdoo oL XPOVIEG METAYYIOELG
tautilovtal pe SEUTEPOYEVELG EMUTAOKEG, OL OToleg aUEAVOUV TO TTOOOOTO BvNoLUOTNTOC
0€ aUTOUG TOUC aloBevelc.

OL KANPOVOULKEG Slatapaxeg TG aloodalpivng mépa amo tnv TaAaumwpla mou
npokaAel otoug (Sloug Toucg aoBeveic amoppodd Kal EVo TEPACTLO PEPOC TWV TTOPWV TOU
€0viKoU pag ouoTANOTOC LYELQG.

Yrioloyiletat 6tL 10 8% amd TO OUVOAO TWV METAYYIOEWV TNG XWPOG HAG
aflonoleital oe acbevei¢ pe awpoodalpvonabeleg. OL xwpeg pe uvPnAd mooootd
gudaviong Slatapaxwv TNG aAlpoodalpivng TapoTpUVOVIAL Oomd TNV  TAYKOCHLO

opyavwon uyelag va aocxoAnBouv pe tnv mpoAndn KoL tnv BOepameio auUTwV Twv



nadnoswv. Map’ OAa autd Sev £€xouv SnuoupynBel QmMOTEAECUATIKA TPOYPAMUATO

npoAnyng

Kepdalawo 1. Eloaywyn
1.1. Aopn kat Asttoupyia tng atpoodatpivng

H avaykn pag KataAAnAng mpwteivng ota avwtepa 6N yla tnv KAtaAAnAn opoldotaon
o€uyovou kal T pubulon twv 6vwv petaBoAikwv anofAnTwv odnynoe EEALKTIKA oTNV
eudavion pLag MPWTeivng ou amoteAeital amo MoAAEG uTtopovadeg (1). Ita neplocotepa
omovOUAWTA, n awoodalpivn elval éva TETpAUEPEG, TOU amoteAeital and dvo a-
umopovadeg (al kat a2) kat duo B-umopovadeg (B1 katl B2) mou eivot SOULKA TTOPOUOLEG

Kal mepimou to 6o péyebog (Ewkova 1) (2).

B aAvoida 1 B aAvoida 2
Fe2+
Aiun

o aAvoida 1 o aAvoidoa 2

Ewova 1. H Soun tg aiwpoodaipivne. Mnyn: https://gr.weblogographic.com/what-is-function-

hemoglobin-human-body

MNna va ocuvdeBel To ofuydvo avaoTtpéPlua oTo KUTTAPOMAQCUA TwV Epubpwv
KUTTAPWV WE Ta atopa oldrpou tng aiung (owdnpomnpwtonopdupivn IX), kaBe umopovada

odalpivng mpémel va Snuoupynoet po otabepry cuvdeon pe tnv aipn. Mepatépw, o


https://gr.weblogographic.com/what-is-function-hemoglobin-human-body
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oidnpoc aiung Fe?* npénel va npootatsletol ano thv ofsidwon mpog to Fe3*, to omnoio
Sev umopel va Seopesvosl to ofuyovo, HEOW TNG USPOPoBNC OXLOUNG OTnV omola
tomoOeteital n aipn. MPOKELUEVOU TO TETPAUEPEC atpoodalpivng azf; va SeopeVEeL Kal va
€KPOPTWVEL 0EUYOVO LE TETOLO TPOTIO, WOTE va SLaodaAilel TN HEYLOTN TOPOXN OE EVEPYA
HeTaBoALlOpEVA KUTTAPA, ElVOL QmaPAlTNTEG AEMTEG [N OUOLOTIOALKEG AAANAETILOPACELG
HETAEL aVOUOLWY UTIOPOVAS WV odalpivng. Auto To GOLVOLEVO AVTIKATOTTPIlETOL PE pLa
OlYHOELS) KaumUAn 6éopeuong ofuyovou Tou €€apTATal QMO TO TETPOAUEPEC TNG
awpoodatpivng mou €xel dVo TeTaptotayeiG Sopég: TNV Tetapévn (T) katdotaon (un
Sdeopevpévn awpoodatpivn) mou mapouaotalel xapunAn cuyyevela yia to Oz Kot tn xaAapn
(R) kataotaon (ouvdepévn Hb) mou napouctalel uPnAr cuyyévela yia to O;, TopEXOVTAG
pLo Sopn mou SLEUKOAUVEL TNV amoteAeopatiki TpocAnydn kot aneAevBépwon tou O3 in
vivo (1).

H oAlootepikny Spaotnpldétnta tng ailgoodalpivng, n omoia &ekwva He TN
déopevon SUO UIKPOOKOTILKWY Hoplwv TteAeotwy, 2,3-SidpwodoyAukeplkwv ofEwv, Kal
TIPWTOVIWV 0€ GUYKEKPLUEVEG B€oel otn Sopun T HaKPLA amo TIG OpASEG alung, EMITPEMEL
MEPALTEPW pUUINON TNG Asttoupylag tng awpoodatlpivng. H alpoodalpivn mpémnel va
Bpiloketal péoa oe eukaumta KukAodopouvta gpubpd alpoodaipla yla va Swoel oTo
aipa vPnAn Kavotnta petadopdg ofuyovou. AKOa, N alpoodalpivn TPEMEL va gival
g€alpeTika SLAAUTA yLa va GTACEL O EMOPKI EVOOKUTTAPLKH CUYKEVTPWON (TETpaEPOUC)

34 g/dl 5 mm(1).

1.2. TeviKOG UNXOVIOROG avantuéng alpoodatpvonadeiwv

MNa va eniteuxBbel emapkng ouykévipwon alpoodapivng, eivat kpiowo ta mRNA tng a-
odalpivng kat Tng B-odatpivng va mapdayovtol o€ e€alpetikd vPnAa enineda Kata TNV
avamnrtuén Twv gpuBpwv kKuttdpwv. EmumAéov, n ouvBeon tng a- kat t¢ B-odatpivng
TPENEL va Talplalouv oteva (1). H avicoppornia umopovadwy, Onwe nepLlypadeTal 0TOUG
Nienhuis kat Nathan (3), eivat TWTIKAG oONUOOCLOC ylad TNV KOTOVONGCN TNG
naBoduotoroyiag twv Balacocaipiwyv. Ou umopovadeg eleuBepng a-odatpivng ota
epuBpd alpoodaipla eival Wlaitepa toflkn. H mapoucia NG oTABEPOMOLNTIKAG
npwteivng a-atpoodalpivne (a-hemoglobin stabilizing protein, AHSP), evog poplakol
ouvodoU Tou CUVOEETAL ELOLIKA KOL OTEVA UE TIC UTTIOUOVASEG a-odatpivng kat ekdppaletal
oe vPnAad enineda ota gpuBpa alpoodaipla, petplalel avtr tnv toikotnta (4)(5). To
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AHSP mpootateVel sTumhéov to KUTTAPO ard tnv Suvntikd smiBlapr ofstbwpévn (Fe3Y)
aipn €éwg 0Tou N avoywyacn Tou KUTOXpWHATOG b5 To peTatpeel o AELTOUPYLKN alpn
Fe?*. Mo eAeVBepn umopovada B-odatpivng avaykdlel Tnv a-odatpivn va Stoxwplotel
aro to AHSP Kkal vol oXNUATIoEL TO amioTeuTa otaBepo SLUEPEG OTAV EPXETAL OE EMAdN UE
auTo (1).

Aev amoteAel €kmMANEN To yeyovog OTL 0 VOUOG Tou MEpdL elval o TARPN WoXU:
otldnmnote umopel va mael otpaBa Oa to kavel. Autd cupPaivel emeldn n dnuloupyia
uPnAol emumESou TANPWE AETOUPYLIKAG Kal €e€alpetikd SlaAutng atpoodalpivng
UTIOKELTAL Of TOAUAPLOMOUG HOPLAKOUG TIEPLOPLOHOUG. OL petalagelg  yovidiwv
odalpivng mou mnapepPaivouv otnv mapaywyrp odnyouv oe molkilou¢ Babuoug
Balaocoalpiag kat avalpiag. EmumtAéov, ol petaAddgelg mou aAAdlouv tn Soun Twv
umopovadwv odatpivng ocuvdéovral pe cadws KOOOPLOPEVEG KALVIKEG KOL OLLOTOAOYIKEC
avwpaAieg. H datapayn tng StaAutotntag tne apoodalpivng pmopet va mpokAnbBet eite
amnod TO OXNUATIONO EVOOKUTTOPLKWY TTOAUUEPWY (SpEMAVOKUTTAPLKY avaluia) eite amnod
TV avantuén apopdwv WnUATWY (OUYYEVNG ALUOAUTIKN avalpio Tou cwpatog Heinz). Ot
avwpaAieg g déopeuong ofuydvou pmopel va odnyrnoouv eite og puBpokUTTAPWON
(netaMAakteg LPNANG ouyyEvelag O;) eite o€ KUAVWON (LETAAANAKTEG XAUNANG CUYYEVELOG
03). Oplopéva petaldaypata odpatpivng £€xouv SopLKEC AANOLWOELG EVTOG ToU BUAAKA TNG
aipng mou €xouv w¢ anotédeopa oeidwaon tou oldrpou aipng kat Peuvdokuavwon Aoyw

pebalpoodatpvatuiog (1).

1.3. Naykoopia emdNULOAOYIKA ELKOVA OLOchaALPLVOTIAOELWV

Me mepimou to 7% Tou TaykoopLou TTANBUCHoU va eival Gopeilg, oL alpoodalplvondbeLeg
glval oL Lo KOLWVEC LOVOYOVISLOKEG A0BEVELEG KOl VAl TTO TOL CNUOVTIKOTEPA TIPOBAR AT
vyelag maykoopiwg (6). OL awwoodapvondbeleg evromilovtav apxkd Kuplwg otnv
neploxn TG Meooyelou Kat og peyaha tunpata tng Actag kat tg Adpikng (7). Qotdoo, n
S1e0vn ¢ petavaoteuon obnynoe o€ e€AMAWON A0 AUTEC TIG TIEPLOXEG OE OAO TOV KOOUO.
Ye MOA\A pépn NG Eupwmng onpepa, Ta EAATTWHATA TNG alpoodatpivng taflvopouvral
WG eVONUIKEG 0oB€veleg (6). Ztov MNivaka 1 mapouotaletal n eMENULOAOYIKI ELKOVO TWV
alpoodaplvormabelwv ava Tov KOGUO.

MapatnpoUue OTL N ouxvotnta ¢opeéwv alpoodalpvonabswwv otnv EAAASa
elvat dlaitepa vPnAn (6-7% tou cuvoAikoU MAnBucopoU). H EAAGSa cuyKataAEyeTal OTLG
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MeooyelakeG XWPEG Omou n ehovooia ta MoAALOTEPA XPOVIO ATMOTEAOUCE €va TIOAU
oNUAVTIKO TPOPANUa SnUoolaG Uyelag, ywo autd kot n uPnAn ocuxvotnta ¢opéwv
alpoodalpvonabelwv eival avapevopevn, adou autoi eival avBektikol otn vooo.
Aedopévou tou mANBuopol NG EAAASa¢ mou otnv teAeutaia kataypadn to 2011
kataypadnke wg 10,82 skatoupupla (8), umtoAoyiletal OTL 0T XWPA UTIAPXOUV TIEPLTTOU

700.000 dopeic.



Nivakag 1. EmutoAacpog dopéwv yovidiou alpoadalpvonddetlag otov moykoopo mAnbuopo (9).

Neploxn ®Dopeig yovidiou
Adpikn 5-30%
. 5-40%
Apapika ebvn ‘Ewg kal 60% O£ OPLOUEVEG TIEPLOXEG
Kevtpwkn Aola kat lvéia 10-20%
, , 5-40%
Notoavatohwn Acla ‘Ewg kol 70% o€ OPLOUEVEG TIEPLOXEG
HMA kat Kevtplkn ApepLKn 5-20%
ItoAla 7-9%
EANGSQ 6-7%
Toupkia 7-10%
lepuavia, MeydAn Bpetavia, Noptoyalia, Meta&u Tou ouvoAikol mAnBuopou: 0,5-1%

lomavia, FaAAia, OMavéia, BéAyLo,

.. M ) ov: 59
SKOVBIVABLKEC XAPEC €tV TWV HeETAVAOTWVY: 5%

AABavia, mpwnv NnouykooAaBia, Kpoartia,

, , ) 2-59
Boovia-Epleyofivn, BouAyapia %
Pwola Inavia
Ynepkavkooia Ewg 5%

1.4. Tlevikn Katnyoplomoinon Twv atpoopalpvonadeiwv

OL Satapayég tng awpoodalpivng pmopouv va talvopnbolv supéwg o SU0 YEVIKEG

Katnyopieg (onw¢ avadpépovtat otov Nivaka 2) (1):

1. AUTéG OTIGC OMOLEC UTIAPXEL TIOCOTIKO EAATIWMO OTNV TOPAyWYr HLOG OO TIG
urnopovadeg oodatlpivng, eite oAwkn) amoucia eite afloonueiwtn pelwon. AUTEGg
ovopalovtal cuvdpopa BaAoocoatpiog.

2. AUTEC OTIC OTtoleG UTTAPXEL SOULKO EAATTWHA OE Uia amo TG umtopovadeg odatpivng.

H mAelovotnta Twv petaAAdafewv avBpwrivng alpoodalpivng avakaAudonke wg

Tuxalo gvpnua, Tou Oev OXETI(ETAL UE KAVEVOV OLUATOAOYLKO 1 KAWVIKO datvotumo.

Qoto00, évag aplOuog petalaewv- Kat B-odpatpivng oxetiletal pe SLaKPLTOUG KALVIKOUG

daLvoTUMoUG. AUTA EUMIMITOUY O€ MEVTE €UPEieg katnyopieg (1):

e ta Spemavoeldr) cuvdpopa (SS, SC, SB2-Balacoatpia kat SBT-Balacoatuia),

e ootaBeilc PETOAAGEELC TIOU TPOKAAOUV GCUYYEVH OLUOAUTIKN) avalpio Ttou
owpatog Heinz,

e petalMaypota  pe  upnAR  ouyyévela  ofuydvou  HE  OUMOTEAECUA

gpuBpokutTdpwon,



e UeTaANGEELG XOUNANG OUYYEVELAG ofuyovou Kal ol atpoodalpive¢ M mou

T(POKaAOUV KUAvVwWan,

e petaAlatelg mou oxetilovral pe pavotumo Balaocoatpiog.

OL TePLOOOTEPEG QMO QUTEG TIC SlotopaxeC eival KANPOVOULKA  YEVETIKA

ehattwpata, aAAd UTIAPXOUV OPLOUEVA EAQTTWHATA TTOU armokTwvtal f epdavilovtal de

novo.

Nivakag 2. Tafwvounon atpoodatpivonabeiwv (1).

NoocotikEg SLatapayég ouvBEoswg aAuaidog
odalpikwv: Ta cUvSpopa Balacoarpiog

Nolotikég Sratapaxeg Sopng odpoarpivng:
SoKEG apaAAayEg atpoodarpivng

A. B-Balacoatpio

A. APEMOVOKUTTOPLKEG SLATAPOXES

KAwikn taéwvounon:

SA, SpEMAVOKUTTAPLKO XOPAKTNPLOTLKO

EAdooova B-Balacoatuia

SS, SpeMAVOKUTTAPLKN avalpia/vooog

Meilova B-Oalacoatuio

SC, acBévela tng dpemnig atpoodatpivng C

Evélapeon B-Balaocoalpia

S/B Bahacoaiuia, Spemavoeldng B-

Bahaocoatuia
Bioynutkn/yevetiky taétvounaon: S pe aMeg mapaliayEg awpoodatpivng: D, O-
Arab, dAAeg
BP-Bahaooatpia Hb S/HPFH

B*-Baacoatpia

B. Awpoodatpiveg pe petwpévn otabepotnta
(rapallayég aotaboug atpoodalpivng)

5-8alacoatuia

MetaAdypota Tou  TIPOKOAOUV  CUYYEVA
OULLOAUTLKN avatpio cwpatog Heinz

v-6alaocoatuio

Eniktntn  aotdBsia—ofeldwtikr) atpdiuon:
MpokaAoUpevn amd GAPUAKA, QVETAPKELQ
G6PD

Hb Lepore/B-Balacoatpia

. Apoodarpiveg pe aAAolwpEVn OUYYEVELD
ofuyovou

6B-Balacoatuia

Kataotdaoeic vgnArnc/avénuévne ouyyéveiac
oéuyovou:

ey6B-6alaocoaluia

EpuBpad awpoodaipla tou eupplou

KAnpovoulkr €mpovl TG eUPPUIKAG
alpoodaipivng (HPFH)

Mewpévo epubpd aipoodaipla, 2,3-
SidwodoyAukepika ofca

«Kuplapyn» B-Bahacoatpio (Soukég
napaAlhayég  pe  dawotumo  B-
Balacoatuiag)

KapBotuatpoodatpvaipio, HbCO

B6-Uaraooaiuio us aAdec napaAraysc:

AopLKEG TTOpOAAQYEC

HbS/B-6ahacoatpia

Kataotaoelc yaunAnc/uslwuévne ouyyEeveLac
oéuydvou:

HbE/B-Balacoatpia Au&nuévog apLBuog gpuBpwv
Kuttapwy 2,3-BPG
ANMa AopiKkEG OpaAAayEC

B. a-0aAacoaiuia

A. MeBarpoodatpvarpio

Alaypapec yovidiwv a-opatpivng:

Juyyevnc uedaiuoopalpvatuio:

‘Eva yovidio: a*-Balacoatpia

Aopikég mopaAlayEg

Avo cis yovibia: a’-6alacoatpia

Avemadpkela b5 avaywyaong KUTOXPWHLATOG
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AVo trans vyovibia: opoluyn at-
Bolaooatpia (dawvotumog af-
BaAacoatuiag)

Ertiktntn (toéikn) usBawuoopatpvaiuio

Tpla yovidia: awpoodatpvonadeia H

E. MetapetadpaoTIKEG TPOTIOTIOLOELG

Téooepa yovidia: epPpuikdg USpwIAC
f ouvdpopuo Hb Bart

Mn evlupatikn yAukoluAiwon

MetaAdayuota ywpic Staypopn:

ApvoteAikn aketuliwon

awpoodatlpwvontabela Hb  Constant
Spring

Apwvotehikn KapBapuiiwon

AN,

Anoapibomnoinon

I. De novo Kau enikTnTn a-0alacoatpio

a-Sadacoouuia us  oUVOPOUO  VONTIKNAC
UgoTEPNONG:
ANoyw  peydlwv  Sloypadwv  oto

XpwHOowHa 16 mou meplthapBavouv
Ta yovidila tng a-adatpivng

AOYyw PeTaMAEewV Tou yovidiou Tou
petaypadikol mapdyovta ATRX oto
XpwHOcwWHa X

a-Balaoooiuio Tou oyetiletat
uvedoduondaaotika cuvdpoua:

UE

Aoyw  petalatewv TOu  yovidiou

ATRX

Jtoug MNivakeg 3,4 mapouctalovtal Ta PACIKA XOPAKTNPLOTIKA TwV

Bohaocoalpkwyv ouvdpouwv (Mivakag 3) kol Twv KUpLwV SOUKWV  Slotapaywyv

awpoodatpwvwy (Mivakag 4).

Nivakag 3. Alayvwoelg, TUTIoL yovidiwy, aLUOTOAOYIKA EUPUATO KAl BACLKA CUUMTWHOTO TWV

ouvSpouwy Bahaooatuiag (9).

Khneovoulkn Awdtagn AplBuog , ,
Kataotaon/ , \ MNpdtuno Kopra
i yoviSiwv gepuBpwv \ )
Suayvwon/ sdbopiv atp0obatpioy awpoodatpivng CUMITW LOTOL
dawadtunog ptvng H P
a-Balagoatuieg
Quololoyikn
algoodatpivn
G)UOLO)\OVLIKO atouo aa/oe d)’uoto)\ovmr] DucLohoyikd pr'nq
yla Ta yovidia o Héon OUMTTTW AT
TEPLEKTIKOTNTA
alpgoodalpivng
Quaotohoyikn Xwpic
Etepoluyn a’- aiwpoodaipivn, OUUTTWHAT
Bal ( 5 , 5 5
a ’aoomuta “o/aa Meon ’ Ductohoyikd MkpeEg aMay’sg
(eAaxiotn a- TIEPLEKTIKOTNTA otov aplOuo
Balaocoatuia) alpoodalpivng KUTTApWV
<27 pg aipotog
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Quooloyikn 1

OudTuYN o'~ XapnAn ’ Quolohoyikd ‘Hruo avatpia
Bahaocoatuia aullootbatptvn -
(EAdCowWVaL a- -a/-a Meon , 2N ua\'/uKeq
Boaooaia) TEPLEKTIKOTNTA aMayEc otov
alpgoodalpivng apLOUO KUTTAPWV
<26 pg aipartog
Quooloyikn 1
Exepoluyn af- XapnAin ’ ‘Hro avatpia
Bahaocoatuia aLL,lood)aprn , -
(eAdoowva a- --/aa Méaon ’ Quolohoyiko n ua\'/ru(eq
Boaooaia) TEPLEKTIKOTNTA oM\ayEg otov
alpgoodalpivng apLOUO KuTTApWV
<24 pg aiparog
Awoodapivn 8-
JUvBeTn eTEPOlUYN 10 g/dL Alpoodapivn H MetafAntn
a*a’-Balaocoatpia, Méeon o€ Xpovia
(oo apvonabela e TEPLEKTLKOTNTA OUYKEVTPWON OLLOAUTLKN
H) alpoodalpivng 10-20% avorpia
<22 pg
Awoodapivn Hb Bart oe ATEIANTIKA YL TN
<6 g/dL OCUYKEVTPWON {wn euPpuikn
80-90% avotuia
Opoéluyn of- Méeon Hb Portland os
Bahaocoatuia - TEPLEKTLKOTNTA OUYKEVTPWON
('suﬁpu'[l«')q USpwag alpoodalpivng 10-20% FeViKEU VO
f ouvdpopo Hb Bart) <20 pg ALuood::pwn H 08 pwaC
OUYKEVTPWON
<1%
B8-VaAaooaiuiec
Awoodapivn os
QAVTPEC 9-15
g/dL, oe | HbA2>3.2%
yuvaikeg 9-13
Etepoluyn B- g/dL
Bolaocoatpia B/B* A B/BR | Méoog  Oykog \ ,
(eAdoowva B- B/R° gpuBpwv 55-75 Huo avaupa
Balaooatuia) fl
Méan HbF 0.5-6%
TIEPLEKTIKOTNTAL
alpoodalpivng
19-25 pg
':‘;M:/Zdiapwﬂ HbA2 motkiAel
, ; " YoBapn acBévela
Opoluyn B- Méeoog  Oykog ,
Bolaocoatuio vias « n0/po | EPUBPWV  50-60 HE HalKpOoxpovia
(1EiZovat - BB B/B | 4 ) Eiotptw’usvn ano
Bahaocoatuia) Méaon HbF 70-90% ustayy&on
TEPLEKTIKOTNTA gvayla
alpoodalpivng
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14-20 pg
':\;H:/C;diapwn HbA2 mowkiAel
. . Mécog  OyKog YoBapn acBévela
E?gg;;részﬁ?éuvn gpuBpwv 50-60 LE um’(poxpévwf
(ueiZovol B- B+/B° fl eE,aptw'usvn ano
Bahacoayia) Méon ’ HbF 70 to 90% usrayyson
TEPLEKTIKOTNTA avotuia
alpgoodalpivng
14-20 pg
Awoodapivn 6- ,
10 g/dL HbA2 moukiAel Métplo
‘Hrua opdluyn A BY/B* i B/B" Méoog  Oykog Baputntag
gtepoluyn B- 4 B/B0 1 BO/B0 gpuBpwv 55-70 aoBévela
Balaocoaluia , fl ,
(evBLdpean B- + napavoytsq Méon HbF £wg kot ’
, ETUPPONG , 100% MetafAntn
Balaocoatuia) TLEPLEKTIKOTNTA . ,
alpoodalpivng eEapmoln ano
15-23 pg petayyloelg

Nivakag 4. Alayvwoelg, TUTIoL yoviSiwy, aLUOTOAOYIKA EUPHUATO KAl BACKA CUUMTWHOTO TWV

TWV KUPpLWV SopLKwy Slatapaywv atpoodapvwv (9).

, Tumnog Apth.c')q I'Iporuno' KipLa
Awdyvwon , €puBpwv awpoodatpivn ,
yovisiwv . GUMITTWHOTOL
aipoodalpiwv C
Awoodoapivn 6-9 APEMAVOKUTTAPLKE
g/dL HbS 55-90% G kploelg/kplioelg
niévou
APETAVOKUTTAPLKN NopUOXPWULKA O¢ela ocuvdpoua
. HbSS \ HbA2 >3.5% .
Yele[e]4 Sdpemnavokuttapa opyavwv
r(?:an;L(EZt oL HbF <10 €wg Xpovia alUoAUTIKA
p’ HETP >20% avotpia
apoAuong
@Ouolooyikdg
HbS 35-40% Kaui :
EtepoZuyn HbS HbAS a”la;”d’av”q
HbA2 >3.5% Qobevel
, Aoobapivn - 9- HbS >55% MetaBAnth, Nra
ApETMOVOKUTTOPLKNA Hbs/B* 12 g/dL S OE MOV OKUTCADLKT
Kat B*-Balacoatpio Yroxpwulia, HbF >20% P V660 ptm
ULKPOKUTTAPWON HbA2 >3.5% o
, Aoodapivn - 6| g SoBapr
APETOVOKUTTAPIKN HbS/p° 10 g/dL 8 pETAVOKUTIAPIKT]
kat B%-Balacoatpia Yroxpwuia, HbF <20% V650
HLKPOKUTTAPWON HbA2 >3.5% o
A ( 10-
1;ugo/c;diaptvr] HbS 50% ‘Hro cupmtwpata
. , : 5 .
AcOgvela tr]q Opemng HbSC T p—) ) psnavolKurrapLKn
awpoodatpivng C cOTTapa HbC 50% G vOooou
Méoog OYKOG HbF <5% Xpovia aLoAUTIKN
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epuBpwv <75 fl

ovatuio

Awoodapivn 10-

12 g/dL HbC >95% Kploeig mévou

N6Goc HbC HbCC Xapakmplotka |y 0o 5o 5% Erumtokeg
KUTTOpa opyavwyv
Méoog OYKOC HbE <0.5% Xpovia alUoAUTIKA
gpuBpwv <75 fl 27 avoupia
@Ouolooyikdg HbC 50% Kapiia epavi

Etepdluyn vooog HbC HbAC HbA 47% Zoeépxl/aa ns

HbA2 >3%
Alpoodapivn
ducolohoyiky A ’ .

Etepoluyn voooG HBE | HBAE | cagdpioc yaunhi | HDE 25-35% Hma'a‘i,rzﬁ?;”“m”
Yroxpwuia
?Zugo/c;dzapwn 10- HbE >75% ‘Hrua avaluia
YUnAog aplBudg
epubpwv HbA2 >3%
otpoohapiwv
Méon .

Nooog HbE HbEE TIEPLEKTIKOTNTA T[A;T;};\L;ilrgié
algoodalpivng 20 P ) }
og Aolpwéelg/latpka

o .

Méooc dyKoc HbF <3% dapuaka
epuBpwyv 65 fl
XapaKTNPLOTIKA
KUTTapa
XapnAn ,

, HbE + HbA2 = MetaBAnty,
atpoodalpivn 25-80% 514

HbE B*-Balacoatuia HbE/B* TOU TIOLKIAEL ° 57\:0 Lat:sol:’,
Yroxpwuia HbF 6-50% a\)/(cF;L tla d
MKpoKkUTTApWan HbA 5-60% H
Awoodapivn <8 | HbE €wg kat
g/dL 85%

Z/Iiceoq(bv <6 g \;IK 06 HbA2 <5% AvtioTolya pe avtd

HbE B°-Balaocoaiuio HbE/B® l\/FI)e'crI]J ™¢ peilovag

, Balacoatpiog
T[EpLEKTLKO'Er]TOL HbE 15-25%
awoodalpivng
<20 pg
MotkiAn
('ILMOOCI)CXLpLVI’] ' HbX 20% ’
HbX EWG  ONUOVTLKNA MetaBAntn,
, { 1 avoupio S S
AwoodatpvondBdele (nepinou 5,0 u - uEpLK’EC d)opsc’
, Sladopetiké | Zwpdrtia Heinz HbA2 3-4% e€apTWHEVN MO
¢ HE aotabn . .
aUp0oPaLpivh G Awdhuon TIou HEeTAyylon xpovia
ToapoAayEG | mpokaAeital amnd OULOAUTLKA
HbX/HbA) LOYEVEIG HbF <5% avatuio
Aolpwéelg/1oTpLk
a dapuako
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MoAukuttapatuio JUYYEVAG KUAVWON
LE avVWHAALEG TNG
awgoodatpivng M

Mn ducLloAoYLIKEG

) . 3 Aladépel A
alloodalpiveg pe AladopeTike Augnuevn , , bep 2UYVEVNG )

. pebatpoodalpivn avaioya Ue TIOAUKUTTapaLpia
SlatapaxEg otn C \ )

; , TOV TUTIO TNG HE aVWHOALEG TNG
Aetroupyia napathayeg avwpaAia alpoodalpivng mou
uetadopag O, W 6 H pvng

nipokaAouv uPnAn
OUYY£VELQ YLOL TO
0;

1.5. Awdyvwon awoodatpivonabelwv

1.5.1. Evéeifelg yla éleyxo atpoodatpivng
O é€Aegyxoc NG aipoodalpivng evdeikvutal dlaitepa OTIC AKOAOUOEC TEPUTTWOELG
(10)(11):
e H MKPOKUTTOPLKN UTIOXPWMLKA avaldia petd amo éAewbn owdnpou €xel
amokAeLoTEL
e Xpovia aLUOAUTIKN ovalpio
o Kpioelg ayyelakng e€alewhng acadoug attioloyiag oe aobevelg amo MePLOXES OTIC
onoieg n HbS n/kat n HbC eivat eupéwg Stadedopévn
e Avaluia mou mpokaAsital anod dpapuoko
e EpuBpokuttdpwon Kat/fj KuAvwon TOoU TIPOKAAEITOL OO  QULUOTOAOYLKOUC
TLOPAYOVTEG
o EpBpuikoc udpwmag adleukpiviotng attioAoyiag
o [poAnyn (éAeyxog MEAWV TNG OLKOYEVELAG, SLAYVWON CUVTPOPWV YL YEVETIKN
oUpBouAeuTIKN)

e [lpoyevvnTikn Stayvwon

1.5.2. Awdyvwon
H Slayvwon tng awoodalplvonabelag otnv KAWVIKY TTPAKTIKI TEPAABAVEL TN PETPNON

TOU aplOuov epubpwv alpoodalpiwy, OSEKTWV €PuBPOKUTTAPWY Kol Hla €E€toon
awpoodatpivng  (nAektpodopnon aipoodalpivng kai/p  xpwuatoypadia). uxva

arnattouvtol eEELGIKEVUEVEG SOKIUEG OE EYKATAOTACELG TIOU TMANPOUV TIG PoUTOBETELS
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yla To okomo auto (11)(12)(13). H Ewkéva 2 Seixvel éva €S0 SOKLUWVY yla Brpa tpog

Bripa dtayvwon kot eplthappavel eniong evoeielg yia e€€taon DNA.

loTopLKO, KAWVIKA
CUUMTWUATA

AvdAuvon aipatog E Eét oo n

guunepAapBavougvnc g

popdoloyiag Twv epubpwV KUTTAPWY' a[uatoq

Alayvwon avwpoAwy atpocdapvwy Atdyvwon B- | Awdyvwon o-
Balacoatpiog | Bahacoatpiog

AAkaAikn nAektpodopnaon, 6fvn

nAektpodopnon, HPLC
HAektpoddpn- | HAektpodopn-

on, HPLC: on, HPLC,
HbA2, HbF etetaon DNA

: Evbeileic avw;fahlaq, ey
OUYKPLON KLWVNTIKOTNTOG HE -
V'p n ,'1 n C!-l opéc/
QUTH YVWOTWV aVWHOALWY,
av untapxet urtoPia HbS: Aglohdynon oAwv f§ AfloAdynaon oAwv

TLOCOTLKOTIO U

o : ;
i Twv debopevwv Twv dedopEvv
KOl EUPNULATWY KOlL EUPNUATWY

Sokun dtaAutotntag

AMnAouxnon DNA av xpelaletat :
nAouxnon XpeLag Adyvwon B- | Aiyvwon a-

Bodacoaipiog | Baracoapiac

AfwoAoynon oAwv Twv SESOUEVWV KOl EUPNULATWY
oupnepAap favopEvwy Tne avaluorng olaToc KAl TrG¢

eBvikoTtnTac
AMnAoUxnaon DNA av xpelaletot

(peifova Bahaooalpia, evolapeon

Alayvwon atpoodatpvonadelag Bahaooatpia)

Ewova 2. 3x£810 SokLpwv yla tn Stayvwon awpoodatpvortabesiwy (9).
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Kedpahatro 2. Ta Oadacoatpikd cuvdpopa

Ta oUvdpopa Balaocoatluiag, Ta omola eival KANPOVOULKEG aoBéveleg, xapaktnpilovtal
armo EMAeuwpn plag amo TIG umopovadec odalpivng tnG atpoodalpivng | n awodnta
HELWUEVN OUYKEVTPWON OUTAG TNG uropovadac. It aida (a)-6alacoatpieg, umapyet
armoucia 1 MeEwwpévn Tapaywyn umopovadwv a-odalpivng, evw otig PAta (B)-
BoA0CoaLlEG, UTIAPXEL OQOUGLa | HELWHEVN Tapoywyr umopovadwv B-odatpivng.
Inavieg Balaooatpieg mou ennpedlouv TV nmapaywyr unopovadwy SéAta (6)- N yauua
(v)-odaipivng €xouv emiong mepypadel aAdd dev eival KAWVIKA ONUAVTIIKEG SlaTapayEd.
Mapouotaletal eniong cuVOUACUEVN QVETAPKELX TwV UTtopovadwv & + B-odaipivng n

OAwvV Twv umopovadwv odatpivng tomou B (1).

2.1. B-BaAacoatuia
Ol B-BaAaocoalpieg pmopolv MEPALTEPW VAL XWPLOTOUV o€ dUo opddeg: B*-Balacoalpies,
OTLG OTIOLEG TTOPAYOVTAL KATIOLEG SOULKA PUGCLOAOYIKEG UTIOHOVASEG B-odalplvng Kat TIG
B-Bahaocoatpiec, ot omoieg Sev oupPaivel kaBOAou duaotoloyiky cluvBeon oUTe
cuoowpeuon umopovadwv B-odatpivng. Mavw amd 200 SLokpLtEG UETOANAEELG €XOUV
avakoAupBel, umodelkviovtog pla e€aLPeTIKA TOKINOHOPdN YeVETIK BAon yla TG -
Bolaocoatpieg (14). Ot petaAldéelc mou mpokaAouv B-6alacoatpio cuviBwg emnpealouv
€Va LUEUOVWUEVO VOUKAEOTIOL0 1] €vav pETplo aplBud voukAeotibiwv oto yovidlo tng B-
odalpivng. EmumAéov, £xouv evtomiotel acuvrnBloteg mapaAlayeg Tng Boalacoatpiog mou
pokAnOnkav amno Staypadn tou yovidiou. Mia amod auteg TG StaypadEG TPOKUTITEL ATO
"avion" Slaoctavpwon PETAEL TwV cUVOESEUEVWV KOl LEPLKWG OROAOYwVY yovidiwv 6- Kal
B-odatpivng, mou oxnuatilel To yovidlo Lepore, éva yovidlo ouvtnéng SB-odatpivng pe
XapunAo emninedo ékdpaong. Ov OB-Oalacoailuieg, ot eydB-Oohacoalpieg kot n
KAnpovoutkr emipovy tng €uPpuikng atpoodaipivng (Hereditary persistence of fetal
hemoglobin, HPFH) mpokaAoUvtal amd peydAeg OSiaypadéc mou meplhapfdavouv
OAOKANPO 1 LEPOG TOU CUUTAEYUOTOG YoviSiwv B-adatpivng (1).

O KAWLIKOG PaLVOTUTIOC QUTWVY TwV SLATAPOXWY ELVOL OXETLKA OLOLOYEVHC TTOPA
TNV €VIOovn €TEPOYEVELA OTN Hoplakn Bdaon twv B-6alacoatpiwy. Autd odeiletal otnv
ko) maBoduololoyia toug, n omoia mepllapBavel EAAewpn tetpapepwv HbA kat

umepPoAiky ocuoowpeuon eAelBepwv umopovadwv Tou Sev eivat oe Béon va
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oxnuaticouv tetpapepn awpoodalpivng Aoyw €AAewdng umopovadwv B-ocdatpivng (3).
YTouC £TEPOlUYWTEC (eAdooova B-Oalacoalpia), UTTAPXEL NTILA £WC UETPLOL UTIOXPWHLKI
HLKPOKUTTAPLKA avaluia, xwpic evoeifelg alpoAuong, evw 0Toug opolUywTEG i oUVOETOUC
etepoluywteg (pellova B-Bahacoaiuia), umdapxel ouvABwg oofapry  ALUOAUTIKNA
€€APTWHEVN QMO PETAYYLON AVOLULA TTOU OXETI(ETAL UE AELOCNUELWTN AVOTTOTEAECUOTLKN
epuBpomoinon pe anotéAeopa TNV KAtaotpodr] Twv MPodpouwVv epubpoeldwV KUTTAPWVY
OTO HUEAO Twv ootwv (1).

O 06pog «B-evélapeon Bahacoalpio» avadépetal oe o Alyotepo Stadedopévn
KAWVIKN) ovtotnTa. Mia PETPLA EwC coBapr], LEPLKWE OVTLPPOTIOUUEV OLUOAUTIKN QVOLpio
xapaktnpilel avtnv tnv KAk dtatapaxr, oAAa dev amattel ouvexllopevn Bepamneia
pHeTAyylong ywa va datnpnBouv ta emnimeda awwoodalpivng otnv kukAodopia ToUu
aoBevoug oe amodekta emineda. Qotoco, omopadlkEG HeTayyloelg pmopel va eival
anapaitnteg €av n avaluio emdelvwdel Aoyw oxeTikwy emutAokwv. Autol ol acBeveig
£€XOUV HLA TILO ATILA VOOO €MELSH UTIAPXEL AlyOTEPO coPapn avicoppornia Tng umopovadag
0- TPOC Un-a-odatlpivng amo 0O,TL o TuTilkoUC peiloveg aoBeveic B-Oalacoatuiag, pe
QTTOTEAECUA TN HLKPOTEPN OCUCCWPEUON EAEVBEPWV A-UTTIOUOVASWY TIOU TIPOKAAOUV TNV
avarnoteAeopatikn gpuBpomoinon. Ymdpyxouv Siddopeg mbBaveég altieg ya plo Tétola
HUELWHEVN OVIOOPPOTILA UTIOMOVASAC a- MPOC Un-a-adatpivng, OmMwe: KANPOVOoULKOTNTA
nrotepwv petaAaéewv BH-Balaocoatpiog pe Ayotepo cofapr amd to cuvnOLopévo
QVETIAPKEL TIAPAYWYNRG UTTOHOVASWVY B-odatpivng, CUVKANPOVOULKOTNTA ULOG HopdNG a-
Bolaocoatpiag ) Tautoxpovn KANPOVOULKOTNTA AAAOU YEVETIKOU XOPOKTNPLOTIKOU TIOU
oxetiletal pe auvénuévn mapaywyn Tng y-umopovadag tng epBpuikng atpoodatpivng. H
mAeoPnoia twv atopwv pe evbldpeon B-Oalacocaipia pépouv Suo petalayueva
yovibla B-odalpivng. Autol €xouv yovoTUMO TAPOMOLO HME aQUTOV Ttng Meilovog
Balaocoatpiog, aAAa pia ano tig mpoavadepOeioeg attieg emnpedlel Tov GavoTUO TOUG.
H Aeyopevn «kuplapxn Oalacoatpio» elvol pa omavia popdn evdiaupeong B-
Balaocoalpuiag mou TapAyETaL Ao ETEPOLUYWTIA yLa €val LOVO Yovidlo petaAAaypévng B-
odatpivng mou cuvdéetal pe tn ovvBeon plag oAU aoctaboug umopovadag B-odatpivng
Tou kataotpédel ta €pubpd awpoodaipla, HE aVTIOTOXO TPOMO OMWE OL TOAAEC
eAelBepeg untopovadeg (15).

OL 6B-Bahacoatuieg cuvdéovtal pe mANpn €Aewdn oXNUATIOUOU UTTOMOVASWV
B-odaipivng, av kot eival KAWIKA AlyOTEPO COPBAPEC AMO TIG TUTIKEC TEPUTTWOELS BO-
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Bolaocoalpiag Adyw evog emipova udnAol emumédou €kdppaong TNG UTORoOVASAC
€UBPUIKAG alpoodalpivng mou HeLwWVEL Tov Baduod nmepiooeslag a-umopovadag. Ot eySp-
Balaooalpie ocuvdéovtal HE TNV OLUMOAUTIKA avalpiad Twv VEOYVWV, WOTOCO auTo
UToXwpel Péoa OTOUG TPWTOUG MAVEG TNG IwNG, adrvovtag Toug eVAAIKEG HE Evav
dawotuno yvwoto wg Ama Balacoaluia. Av kat n katdaotaon tng HPFH ouvnBwg
Bewpeitat OTL eumintel oto paocpa tng B-6aacoaluiag, Sev eival Texvika po popdn B-
Bolaocoalpiog emeldry 6ev OUVOEETAL UE ML UEYAAN OvVIOOPPOTIA O- TPOG MNn a-

urnopovadwv odatpivng (1).

2.1.1. Ermubnuoroyia

Etnolwg umoloyiletal otL yevviouvtal 68.000 acBeveig pe B-Balacoalpia moykoouiwg.
Ol popeic urtoAoyiletal OtL eivat mepimou 80-90 eKATOUHUPLA TTAYKOOULWC, 1) TIEPLTOU TO
1,5% tou maykooulou TANBuopou (16). H Meodyelog, n Méon AvatoArn KalL n
NotloavatoAwkr) kat Kevipikp Acila €xouv Ta HeEYOAUTEPA TOCOOTA EMLKPATNONG
puetaAaéewv B-Oalaocoalpiag maykoopiws. O emumoAacpog eival eniong mapaAAnAog pe
autov Ttng ehovooiag, kabwg n dopeic B-Oalacoalpiag £xouv £va TTAEOVEKTNUO
emBilwong, to omolo mpokaAel emAekTikn Ttieon ywa tnv uPnAn cuxvotnta ¢bopEéwv o€
QUTOUC Tou¢ MANBUoUoUC. H yovidlakn UETOTOMION Kal To $palvopevo tou Wputh sival
AaAM\otL Adyol yla toug omoioug n B-Balacoaluia ival O cuxvr) OTIG TIEPLOXEC TIOU

avadépbnkav mapandavw (17).

2.1.2. NoBoduaoiohoyia
Avo aAuoideg a-odalpivng kat Suo oAucideg un a-odalpivng evwvovtol ylo va
oxnuatioouv tnv TeTpapepn alpoodatpivn. MExpL TNV nAwkio Twv €L uNvwy, n euPpuikn
atpoodatpivn (HbF), n omoia £xet Vo aAucideg a- katl SU0 aAUGLdEC y-, XPNOLUEVEL WC N
KUpLa apoodatpivn tou cwuatos. H awpoodatpivn A (HbA), n onola amoteAeital anod
Vo a-aAuoideg kat duo B-alucoideg, amoteAel tnv mMAsloPndia Tng alpoodalpivng twv
evnAikwv. H atpoodaipivn A2 (HbA2), n onola €xel SUo aAuacideg a- kot SUo aluoideg 6-,
amoteAel £va PLKPOTEPO TUAUA TNG atpoodalpivng Twv evnAikwv (18).

Yrnapxouv &vUo otadia otnv maboducioloyia tng B-Oalacoatuiag. Mpwtov,
UTIapxeL pelwon TG ouvBeonc atpoodalpivng mou odnyel oe avatluia kot avénon Twv
HbF kat HbA2 Adyw peiwong Twv aAucidwv B- mou amattovvtal yio TV mapaywyn HbA.
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EruumAéov, n oxetkn mneploosla a-aAucidwv dnuioupyel adldAuta CUPMAEyuaTa O-
oAuoibag mou EMISEWVWVOUV ONUAVTIKA TNV €vOOUUEALK alpoAucn otn peilova Kol
evblapeon B-Balaocoatpia. Ta amoteAéopata  OUTAG  TNG  OVAMOTEAEOUATIKAG
gpubpomnoinong eival coBaprn avatluia, unteprmAacia epuBpoeldwy, avamntuén pueAol Twv
00TWV Kol EEWHUUEALKN alpomoinon. AKOua, 0oTkEG SuomAaoieg, ouvBwG oTa 00TA TOU
TPOOWIOU TIoU SnuoupyolV HeTwriaia mposfoxn Kol mpoefoxn tTng avw yvabou,
npokaAovuvtal and tn Slelpuvon Tou HUEAOU Twv ootwv. H Bloxnuiki onuatodotnon
and TNV €MEKTAON TOU HUEAOU Tou TepAaUBAVEL TNV 080 HOPDOYEVETIKAG MPWTEIVNG
TWV 00TWV aVOOTEANAEL TNV apaywyn ePdivnc mpokalwvtag umepanoppodnaon oldrnpou
(19). OL acBeveic pe avemapkn Bepameia kal oL acBevelc MoOuU e€apPTWVTOL OO LETAYYLON
Swatpéxouv kivbuvo umepddptwong owdipou mou PAdmtel ta dkpa Opyava. H
nratoonAnvopeyaAia anod e€wpueALkn alpomnoinon Kot cuvexl{opevn atuoAucn poKaAel
eniong BpopPormnevia kat nratikr) SucAettoupyia (18).

Q¢ amotéAecpa NG UELWHEVNG apaywyng HbA, n eldoocova B-Balacoatuia
TIPOKOAEL HLKPOKUTTAPWON KoL, TO TOAU, UETPLO avalpia. Ta dtopa pe shaccova B-
Balaocoatpia €xouv €va yovidlo B-odalpivng mou dev enmnpedletal, EMOUEVWE UMOPEL val
TLAPAYOUV apKeTN alpoodalpivn yia va KaAUPEL TIG PUCLOAOYLKEG AVAYKEG TOU CWHATOG
Xwpl¢ va auvéavel onupaviika tTnv umepmAacio Twv epubpwv. EmumAfov, pla avénon os
aMoug Ttumoucg alpoodalpivng, kKupiwg HbA2, avtiotaBuilet TtV avemapkela
alpoodatpivng (18).

Itov etepoluyo dopéa B-Oalacoatuiag, n B-6alacoaluio pnmopel emiong va
OUVUTIAPXEL UE AANeG alpoodatplvonabeleg (omwe n awpoodatpivn S, C kat E) kat va
odnynoeL oe pa MOKALla KAWVIKA cofapwv avalpwy. KAk cuykpiown pe tn B-
Bolacoatpia, n 6B-6alacoaluio TPOKUMTEL AMO TNV ATIWAELA TWV KOVTWVWV yovidiwv &
kot B. Aebopévou OtL n oAuciba & emnpedletal emniong, n maboduololoyia tng 6B-
BoAacoaipiag eival mapopola pe auti tng B-BaAacoaipiag, pe tnv e€aipeon otL dev

napatnpeitat avénon tng HbA2 (18).
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2.1.3. Oeparneia

2.1.3.1. Mellova SaAaooauio

Meta tn dayvwon, ol acBevelc Ba MPEMEL VA MAPATIEUTOVTAL OE ALUATOAOYLKO KEVTPO
yla cupPoUAgUTIKA Kal yla va amodacioouv yla tn Bepameia kal, €dav xpeldletal, ya
TOKTKA afloAdynon tn¢ Stayvwonc.

H tpéxouoa &81eBvnc mpotunn Bepameia (20)(21)(22) PBaociletalr ota amoteAéoparta
HEAETWV TIOU Ttpayuatonolionkav oe peyaAeg tonobeoieg otnv AyyAia (23) kat otig HMA
(7) kot avadepetal otig SLaBEoLUEG KATELOBUVTNPLEG 0ONYIEG Yl TNV LATPLKA yla TadLd

kat edprpoug (22) (AWMF/Il/ 025-017.htm).

Ogpaneutikn Oepaneia
H petapdoxeuon alpomolnTikwy BAOCTOKUTTAPWY £lval n Beparmeia mpwtng ypauUng eav

Bpebel 66tNG (24).

YrootnpkTikn Ogpaneia

H unootnpiktikn Bepaneia yia tn peilova Balaooatuia mepthapfavel dia Blou TAKTIKEG
petayyioelg oe ouvbuaopo pe amoteAeopatiky adaipeon owdnpou (22). H BAABn
opyavwv ToUu oxetiletal pe TNV alpooldrpwon amaltel ki mpoobetn Oepamneia
(25)(26).

e Ogpaneia UETAYYLONG: Emavalapfavousva enineda  OUYKEVTPWONG

alpoodatpivng pikpotepa anod 8 g/dL amotehouv £voelen yla évapén Beparmeiag
HETAyylong. To apytkd eminedo otoxou awpoodatpivng eivat 9 éwg 10,5 g/dL. H
OUVIOTWHEVN CUXVOTNTA UETAYYloEWV €lval ouvnBwg pia kabe tpelg efSopadec.
O oOykog petayylong eivat ouvnBwg 12 €wg 14 mg/kg cwpatikou BAapoug He
SLIGAVUO CUUTIUKVWHEVWY €puBpwv alpoodalpiwv He alpatokpitn 60%. Ta
oTtoxeuopeva enineda atpoodatpivng eivol 13 €éwg 13,5 g/dL (9).

e (Qapuakeutiknl Oepameia ywo TNV amopdkpuvon tou  owbnpou (Beparmeia

xnAlwong): H adaipeon odrnpou evdeikvutal Otav n cuykEvipwon deppltivng
otov 0po urtepPaivel emavellnpupéva ta 1000 ng/mL (22).

e Adaipeon owdnpou ue xpnon Sesdepofapivng: H tumiky BOepameia e

Sdedepoapivn eival pla nueprola utodopla €yxuon (yLo apkeTEC WpPeG) oe Soon
20 — 40 - 50 mg/kg owpatikol Bapoug, 5 £wg 7 nuépec tnv eBdopada. H
18



npooapuoyn tng 86on¢ Poaociletal oe pnviaieg OOKIUEC TNG OUYKEVIPWONG
depprtivng opol. OL aoBeveig mpemel va mapakolouBouvtal oTeva yla TOavEC
mapevépyeleg tng Oedepofapivng (pelwpévn avamrtuén, PAABec¢ ota 00Tq,
anwAela akong uPnAng ocuxvotntag, BAABN otov audLBAnotpoeldn) (22).

e Adaipeon owbrpou pe deferasirox: To Deferasirox eivol €voc KoAd QVEKTOC

XNALKOC apayovtac oldripou o popdn Slokiou kot amoteAel Baoko mapdyovia
otn Bepaneia adaipeong owdnpou (25)(26). QotOCO, MTPOKELTOL YLaL VOl OXETLKA
VEo PpapuaKko yla to omoio dev Exouv Sle€axBel pakpoxpovieg LEAETEG. MLa TUTTLIKN
66on 20 mg/kg ocwpatikou Bapoug/nuépa cuviotatal yio a.obeveig pe peilova B-
BaAlaooatpia mou Aappdavouv pakpoxpovia Bepameio petayywong. Autn n 6o6on
TIPETEL VAL TIPOCAPUOTETOL PE BAON TN pnviaia HETpnon Twy emmedwv deppLivng.
OL KUpleg avemlBupnTteg evépyeleg elval n  VEDPLK  QVEMOPKELD, N
OKOKKLOKUTTOPOLULO KOL N nratikn avenadpkela (25)(26). Ta enineda owdrjpou oto

AT TPETEL VA LETPWVTAL KABe SU0o Xpovia.
IMANVEKTOMN
H omAnvektoun evdeikvutal o TMEPUTTWOELG UTEPBOALKAG SLOYKWONG TOU OMARvVA WE

AUENUEVN aVAyYKN YLO LETAYYIOELG KL UTLEPCTIANVIOMO (9).

2.1.3.2. Evéiaueon 8-Saraooaiuia

Atopa pe avalpia kot aduvapia Statripnong otabepwv emumédwy atpoodalpivng avw
Twv 8 g/dL kabwg Kat acBeveic mou £xouv TTPOPBAAUATA OO CNUOVTIKEC AUENOEL OTNV
epuBpomnoinon Ba mpémel va umoPdllovtal oe Bepameia PETAYYLONG. € QUTEG TIG
TLEPLIITWOELG, N Beparmeia cuvexoug petayylong kab' 6An tn dtdpketa tng {wng pall pe tnv
KaTAAANAN Bepameia xnAlwong Ba mpémel va Bswpeital w¢ evaAAoKTIK AUCN OTIG

petayyloelg kata Staotipata (27).

2.1.3.3. EAcdooova B-Sadaocoaiuia

Ye autolC¢ Tou aoBeveic mou mapouoialouv cofaprn avalpia cuxvd cuotrivetotl n Angn
CUMMANPWHATWY GUAALKOU of€og (0,5 mg/nuépa amd To otopa). EKTOG €dv UMApXEL

Tautoxpovn EAAeldn odnpou, Ta CUPIANpwWHATA oLdrpou avtevdeikvuvtal (9).
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2.2. a-Bahacoatpia
Ta ouvbpopa a-BaAlacoatpiog, oe avrtiBeon pe TI¢ B-BaAlacoaluieg, mou ocuvnBwg
TpokaAoUvTal amd onUeLOKEC UETaAAAEEL Tou yovidiou B-odatpivng taglvououvtal
avaloya pe Tov oplOuo twv yovidiwv a-odalpivng mou  Slaypadovtal (N
pHeTaAAdooovTal):
e Awaypadn evog yovidiou: at-Balacoatpia
e Awaypadr Vo yoviSiwv oto idlo xpwpoowpa (cis): a’-Balacoatpia
e Awaypadn SUo yovidiwv oe Sladopetikd Xpwupoowpata (trans): opoluyn a-
Balaocoatpia
e Alaypadn tpuwv yovidiwv: alpoodatpvonddela H
e Awaypadn tecodpwv yovidiwv: epBpuikog LSpwmag R cuvdpopo Hb Bart
e Av KalL €lvol OXETIKA OTAVIEG, €XOUV EMIONG XOPOKTNPLOTEL HopdEG a-
BaAdaooatpiog xwpic Staypadn yovidiou .

KAwikd, otav povo €va amd to técoepa yovidla a-odatpivng Saypadovrtatl
avapEPETaL CUXVA WE N KATAOTAOoN «olwnnAol popéar» yla tnv a-0alacoaluia, Kabwg
Sev ouvdéetal pe pelloveC aUOTOAOYIKEC avwpoAiec. H Staypadr dVo yovidiwv a-
odatpivng pnopet va oupPet pe Svo popodec: (a) ota idla xpwuoowpata f o€ cis 1 (B) os
avtiBeta xpwpoowuata, 1 o€ trans, mou elval n opoluyn Katdotaon ywa tn Slaypadn
€vog yovidiou, i opdluyn a-Baacoatpia. O trans yovotumog sivatl oAl dtadedopévog
o€ Atopa adplKAVIKAC KOTOYWYNG, EVW O YOVOTUTIOG Cis €lval dlaitepa KOWwOG OTouG
aolatikoug mAnBuopoug. Mapopolog pe Tov GALVOTUTIO TOU XOPOKTNPLOTIKOU B-
Boalaocoatpiog aAAd Alyotepo coBapoc, 0 KAWVIKOC GavoTumog Kal Twv dU0 YoVOTUNwY
glval NTa UTTOXPWHLLKN, LLKPOKUTTOPLK avaluio xwplic atpoAuon (1).

H awpoodalpvontdBeia H eival pia avtlppomoUpevn aUUOAUTIKH avaluia tou
TUTIKA Sev amalttel Beparmeia pe petayylon epubpwv alpoodapliwv kal xapaktnpiletal
arno Staypadn (I aodnta pelwpévn ékdppacn) TPLwV yovidiwv odatpivng. H umepBoAikn
ocuoowpeuon umnopovadwv B-odalplvnG MOU QUTOCUYKEVIPWVOVTIAL O TETPAUEPH B-
aAuaoidag eival autn mou npokalel atpoAuon. e avtibeon pe TG B-6alacoatuieg, omou
ot meploosia  umopovadwv  a-odalpivng oxnuatilel ypriyopa €va  adlaAuto
ouooWUATWHA, Ula mepioosla aAucibwv B-odatpivng oxnuatilel TETpapepny T omola

ouvnOwg eivat Stahuta (1).

20



H anwAela kal Twv tecodpwv yovidiwv tng odalpivng cuvAbBwg odnyel oe
BAavato oto TEAOC TNC EYKUHOOUVNG I OUECWE LETA TOV TOKETO. EMeldn ta teTpapepn y-
odalplvng elvat oxetikd ootabr) kotoakpnuvilovtat kobwg yepvolv Tta epubpa
alpoodaipla, Onuoupywvtog owpata  eykAewopol Tmou  BAdmrtouv Ta  gpuBpd
alpoodaipla Kot Helwvouy Tn pakpolwia toug (28). Autr n KOTAOTACN Elval yWwoTh wE
euPBpuikog vdpwmag n ovvépopo Hb Bart. H Hb Bart ocuvtiBetal amd TEooepLg
umopovadeg y-odalpivng, €va TETPOAUEPEC TOU elval Pptwyxo otn petadopd ofuyodvou
eneldn éxel e€atpetika uPnAn ouyyévela ofuyovou (oxedov toco uPnAn 6co NG
pvoodatpivng) kat Sev ameleuBepwvel ofuyovo OTOUG LOTOUC UTIO (UGCLOAOYLKEG
ouvOnkes. Q¢ amotéAeopa, To veoyévvnto Bluwvel ofeia umoia mou odnyel oe euPpuiko
Uopwna, kKaBwg ta epubBpd alpoodaipla tou otepouvtat HbF 1 HbA kol meplExouv
Kuplw¢ Hb Bart. Movo Alyec epUTTWOELG £XOUV OWOEL pe EVOOUNTPLEC LETAYYIOELG, QAN
avuta ta madld e€akoAdouBoulv va xpelalovtal Bonbela petayyong ¢’ 6pou Lwng, OMwG
aKpLBWC Kavouv ta aldla pe peillova B-8akacoatuia (1).

Ytn NotloavatoAwky Acta €xel kataypadel pio popdn un-Staypadlkng a-
Balaocoatpiag yvwoty w¢ Hb Constant Spring. Autr] mpokoAsital and pia pHetdAlaén
TEPUATIOMOU TNG aAucidag, n omola mpokaAel tn Onuioupyla ULAG  ETILUAKOUG
umopovadag a-odalpivne MoV CUCOWPEVETOL OKOUN KOl O TIOAU HUKPECG TTOCOTNTEG OTA
epuBpa awpoodaipla ekeivwv mou ennpealovral. Otav KANPOVOUELTAL TAUTOXPOVA UE TN
Staypadn al-cis oto A0 XpWHOCWUA, TIPOKUTITEL piat popdr atpoodatpvondBsiag H
TIou €lval To cofapn amod TNV TUTKN alpoodatpvontabela H mou oxetiletal pe mAnpn
Staypadn Tplwv yovidiwv a-odpatpivng (28).

Ynidpxouv 6o cuvdpoua a-Oalacoatuiag mou mpokalouvial anod de novo n
ETUKTNTEG LETOAAAEELG TTOU eMnpedlouV TNV ékdpaon Twv yoviSiwv a-cdatpivng emumAéov
QUTWV TWV popdwv a-Oalacoalpiag mou KAnpovopouvtal cUPdwva HE T UEVTEALKNA
YEVETIKA: (a) To olvOpopo a-Bahacoatpia pe vontiky votépnon Kot (B) n emiktntn a-
Balaocoalpia mou oxetiletal pe puehoduomAaoTtikd cuvépoua (29).

‘Ooov adopd to cuVSpopo a-Balacoalpiag Pe vonTikr) voTEpnan umapyxouv Vo
UTIOTUTIOL: O €vag OXETIleTaL pe TIOAU peyaAeg Slaypadég mou adopouv ta yovidla tng a-
odalpivng Kal ta mapakeipeva yovidla oto xpwpoowpa 16, mou dev kAnpovououvtal
armo €vav yovéa Kot daivetal va €xouv mpokUYPeL de novo katd tn SLAPKELD TNG

euBpuoyéveonc (ouvdpopo ATR-16), evw To AGAO oxetiletal pe Soplka ¢GuCLOAOYLKA
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vovidia a-odatpivng kat mpokaAeital and petaAAdgelg BAAOTIKAG OELPAC o€ €va yovidlo
peTaypadlkol Tapayovta mou Bploketal oto xpwpoowpa X (to ocuvdpopo ATR-X). O
HETAYPOPLKOG TOPAYOVTOC TIOU KwOIKOMOLElTal, yvwotog w¢ ATRX, elvat IWTIKNAG
onuaotiag yla tov €Aeyxo TnG EKkdpaong Tou yovidiou a-odatpivng (29).

Mepikol acBeveig pe puehoduomAaotikd cuvdpoua epdavilouv avwpalieg ota
gpubpa alpoodaipta TmMou ouvadouv e  emiktntn  oawpoodatpvonabeiar H. To
HUEAOSUOTIAOOTIKO GUVOPOUO Elval pla KAWVIKN dLtatapayr) Tou HUEAOU TwWV 00TWV TOU
xopaktnpiletat amd efaoBevnuévn  algomoinon,  KUTTAPOTEVIOL KoL  aVWHOAN
Sdladpopormoinon tou puelou. Autol ol aocBeveic €xouv Soulkd dualoloyika yovidla a-
odatlpivng, al\a n ékdpacny toug dev eival puolodoykr. To yovidio ATRX, to omoio
peTaBdMetal oto oUvépouo NG a-BaAacoouiag HE voNnTK UOTEPNON, EXEL
QVayVWPLOTEL WC TO HOPLOKO OepéAlo yla TN HEWwpEVN E€kdppacn tou yovidiou a-
odalpivng oe aut) tnv aocBévela. e avtiBeon pe 1o olLvOpouo a-BaAacoalpiag pe
VOoNTIKA UoTépnon, To ouvlpouo EemiktNTn a-Oalacoalpiag mou oxetiletol e
puehoduomAaoTtikd cuvdpopa £xeL o cofapr Statapaxn tng EKPpacng Tou yovidiou a-

odaipivng (29).

2.2.1. Erudnuoloyia

AOyw TNC MPOOTOTEUTIKAG dpAcong Tou £xeL N a-0alacoalpuia €vavtl ¢ eAovoaoiag, ta
XOPOKTNPLOTIKA TNG a-Oalacoaipiag pmopel va umdpxouv o€ €wg Kot 90% Ttou
TANBUGOHOU o€ epLOoXEG e LPNAAG mooooTd tn¢ vooou. Etot, n atpoodatpivn H elvat o
Sladedopévn oe Bepuotepeg meploxéC. H Méon AvatoAn, n meploxn tTng Meooyeiou kat n
NotloavatoAwkn) Acia €xouv toug mMAnBuopoug pe Ta uPnAotepa Kpoluopoata. H Tio
Sdladebopévn molkidla a-Bahacoaipiog xwpilg Staypadn eival to Hemoglobin Constant
Spring. To Hemoglobin Constant Spring evtomiletat oto 1-2% Twv avBpwnwv oTn
BopeloavatoAkn Tailavén, 5-8% twv avBpwnwv otn vota Kiva kat oto 1/4 twv

YUVOLKWYV O€ pLot opdda eBVikAG petovotntag oto Bietvau (30).

2.2.2. NaBogduaoiohoyia
H XpOvio UTIOXPWHLKN MLKPOKUTTOPLKA Ovaldio Kal n ooAUTLK avaldio amd tnv
alpoodatlpivn H pmopet va emideivwBouv og eplodouc ofeldwTikol oTpes. OUCLAOTIKA,

auto umopel va Tmeplypadel wg umepPBoAk) AlUOAUCH  KOL OVOATIOTEAECUATIKN
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gepubpormnoinon. H HKpOKUTTAPLK UTTOXPWHLKA avaluia mpokaAeital and kakf oluvBeon
alpoodalpivnG wC OMOTEAECHO HEWWMEVNG oUVOBeong a-oAucidag Kol KUTTOPLKAG
umepudatwong. Asv eival cadéc TL MPoKAAel TNV UTEPUSATWON O ATOMA HE a-
Bolaocoatpia. Zupdwva pe pa e€nynon, o cuppetadopéag K-Cl otapatd va Asttoupyet
vwplg, amotpémovtag tnv turmikn anwAeta K-Cl kot vepol mou cupPaivel koatd tnv
avadtapopdwaon Twv epubpwv atpoodatpiwy (31).

H aipoodatpivn H mapoucotdalel emiong petwpévn emiBiwon, 12 €wg 19 nuépeg oe
avtiBeon pe To TUTKO TOU eival 28 £€wg 37 nuépeg. Autd odeiletal oe §U0 KUPLOUG
TLOPAYOVTEG: QVWHOAN HepBpavn gpuBpwv alpoodalpiwv pe avénuévn akaupia kot
avénuéva owpatia  eyKAEOMOU. Ta OWHATIA €yKAELOMOU TUOTEVETAL OTL  €lval
CUCOWUATWHATA TETPAUEPOUC B-aAuacidag mou oxnuatilovtal ota epubpd alpoodaipla
Kol ta BAamtouv mpv adalpebolv amd tov omAnva. MNpoteivetal eniong OtL autd Ta

CWUATLO EYKAELOMOU au&dvouv tnv euntdbela 0To 0feldWTIKO oTPES (31).

2.2.3. Oegparneia

ITI¢ NTeg popdég a-Balaocoatuiog dev eival anapaitntn n Bepaneia kal Sev ouviotatat
N cuunmAnpwon oldAPoU (EKTOC QO MEPUTTWOELS aveMApPKeLag olbripou) (22). H mopeia
¢ Bepamneiag tng alpoodapvonabelag H kabBopiletal amod tn coBapdtnTa TNG KALVIKAC
£lKOVOG, N omola pmopel va Sladépel MOAU. IMAVIA CUVIOTWVTAL HETAYYIOELS, EVW N
avalpia vmokaBiotatal and taktik mpocAndn ¢oAlkol oféo¢ (yia mapadeypa, 5
mg/eBdouada) (22). Aev cuviotatal n ARPn CUUMANPWHATWY OL8NPoU (EKTOG €dv
UTIAPXEL TOUTOXPOVN OVETAPKELA OWdnpou). e mepimtwon ouvdpouou Hb Bart
QTIALTOUVTOL PETAYYIOELG KATA TN OLAPKELA TNG €YKUMOOUVNG KoL META T yévvnon. H

HETAPOOXEVON BAOOTOKUTTAPWY TTPAYUOTOMOLE(TAL OTAV lval PIKTO (32).

23



Kedahatro 3. Molotikeg Statapaxeg Soung alpoodalpivng

3.1. ApEMAVOKUTTAPLKEG SLATAPOXES

H Spemnavoeldn¢ atpoodatpivn (HbS) mpokUTTel and pla UTIOKATAOTOON QLWVOEEDOG OTO

€kto umOAslppa g umopovadag B-odatpivne: BO-Glu>Val. To Spemavokuttopikd

XOPAKTNPLOTIKO, YWWwoTO Kal w¢ HbAS, 1 etepoluyo yla autr tnv mapoAlayn Tng

alpoodalpivng emnpedlet mepimou to 8% twv Adpoapepikavwy. Emeldn ol etepoluywteg

HbAS €xouv peyoaAUtepeg mBavotnteg va emBlwoouy amnd ta emakoAouba tng eAovoaoiag

TIou TpokoAeital amd to P. falciparum, o erumoAacpog tou HbAS eival onupavika

uPnAdtepog kal prmopel va ptaocel mavw amnod 30% o€ OPLOUEVEC OUASEG OTNV LONUEPLVN

AdpLkn, 6mou n ehovooia eival evénuikn. Ta epubpd alpoodaipla and atopa pe HbAS

ouvnBwg mephapBavouv 40% HbS kat 56-58% HbA. OL acBeveic pe HbAS eival cuxva

OCUUTITWHATIKOL APEMAVOKUTTOPLIKA OCUMUMTWHATA TNG OPEMAVOKUTTAPLKAG OVOLULOG

eudavifovtal pévo oe atopa pe coPapn vmofia (1).

H Stadikacio moAvpeplopol tng dgofu-HbS €xel wg amotéAeopa TNV avamtuén
TIOAUKAWVLKWY VWV, Ol OTIOLEC SnUoupyolV éva MAKTWHA Kal aAAA{ouv TO OXAUO TwV
epuBpwv aipoodalpiwv amd audikolloug Olokoug o€ EMUAKELS NULOEARVOUG OF
acBeveic mou eival opdluyol yla tnv mabnon mou €ival ywwotr w¢ SPEMOVOKUTTAPLKN
avatpia 4 HbSS. Metd tnv avakatavourn tTou ofuydvou otnv atpoodatpivn, n avtidpaon
Sdpenavomnoinong/moAupeplopol pmopel va avtotpadel. Eva epuBpo alpoodaiplo
UIopeL £ToL va TtepAoel amd moAuaplBuoug yupouc Spemavwong kat Eedpendavwong. Ta
Spemavoeldn €xouv Suo kupla mabodpualoloyika anoteAéopata (1):

1. M xpovia QLUOAUTIK) avaldia Kol mpowpn koatoaotpodrn Twv gpubpwv
alpoodalpiwv mpokUMTouV amod emavoaAlapfavopevous KUKAouG dpemdvwong, Tou
BAamtouv tn HepBpavn Twv gpubpwv alpoodalplwv Kal MPOKAAOUV avwHAALES
SlamepatotnTag KAl KUTTAPLKN adudatwon.

2. Ta gpuBpd alpoodaipla otn SPEMAVOKUTIAPLKA QVALULO €lvaLl AKOUMTO, KAVOUV TO
alpa mo mayxVppeuoto Kat eunodilouv T pon ota TpLyoeldr, n omoia odnyel o€
umofla Twv OTWV, KUTTAPIKO Bdvato, véKkpwon Lotou Kot mpoodeutik BAABn
opyavwyv gav adebel xwpic Bepamneia. O kploelg ayyeloamodpaktikou mévou eival

€vaL KOWVO OVOUQ YL TIG 0€eleg KPLOELG TTOVOU TToU TtapoucLlalouv oL aoBeVEG.
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Mrmopel va umdpxel HeyaAn MeTABANTOTNTO OTN coBapoTNTA TWV KALWVIKWV
ekbNAwoewv tTwv dladpopwv SpemavokUTTAPLKWY CUVOPOUWV O aoBeveic pe tov iSlo
yovotumo yovidiou B-odatpivng akoun kat petafl adeAddwv tng idlag olkoyévelag. Omwg
avadépetal and tov Lettre (33), auti n etepoyévela pmopel va mMPokAnBel amd v
TOUTOXPOVN KANPOVOULKOTNTA TIOAAWV XWPLOTWV YEVETIKWY TPOTIONMOLNTWY TNG VOoOU,
oupnepAapBavopévng Tng TAUTOXPovNnG KAnpovounong a-0aAacoalpiog, TwV TTOCOTIKWY
XOPOKTNPLOTIKWY TOMWV ToU ennpedlouv to eminedo mapaywyns tng eUPpuikng
alpoodalpivng Kot AAAWY XOPOKTNPLOTIKWY. FEVIKA, N TIOCOTNTA KAL N CUYKEVTPWON TNG
HbS ota epubpa alpoodaiplta cuoyetiletal Aueca HeE TNV KAWLKG Bapltnta Twv
SL0pOpwV SpeEMAVOKUTTAPLKWY SlaTapaywy.

O pubuog g avtidbpaong oxetiletal aviotpodws Ue mepimou tnv 30n duvaun
NG apXLKNC ouykeévtpwong HbS, umodelkviovtag OTL N KWNTIK Twv Spemavosldwv
Kuttapwyv efoptatal cadws amd tn n toug Q¢ anotéAeoua, o pubuog tng aviidpaong
TIOAUMEPLOMOU  UTOPEL va  EMNPEAOCTEL ONUOVIIKA OO [l UIKpR  avénon g
evOOKUTTAPLKN G cUYKEVTPpWONG HbS, omwc auth mou mpokaAeital amo TNV eVOOKUTTAPLK)
amwWAELA VEPOU Kal TNV KUTTaplkn aduddatwon. O Babuocg n o pubudcg tng dpendavwong
KO, KATA OUVETELA, N KAWVLIKA BaplTnTa, UMOpPEL va EMNPEACTEL Ao TNV mMoooTNTA Kal TO
£l6o¢ Twv MPocBeTWY PN S alpoodalpVWV TTOU UTAPXoUV ota epubpd atpoodaipla. H
vOoo¢ HbSC oxetiletal He ONUOVTIKEG KALVIKEC eKONAWOELG, He Toug aoBeveig pe SC va
€XOUV OUXVA ayyeloamodpakTKEG eKONAWOELS avtioTtolxng BapuTnTag UE €KEVOUC UE
vooo SS. Qotdoo, ol acBeveig pe AS Sev mapouolalouv oUCLAOTIKA Kapia voonpotnta. H
HbC kat n HbA cupmnoAuvpepilovtal oe i6to BabBuo pe tnv HbS (34). Avo avefaptntol
TLAPAYOVTEG CUVWUOTOUV yla va Kdvouv tnv HbSC aoBévela. H mapouoia tng HbC ota
epuBpd awpoodaipla evioxVEL CNUAVIIKA TNV €Kporl KaAlou kal Tnv adpuddatwaon Twv
gpubpwv alpoodalpiwv, n omola auUEAVEL TN OUYKEVTPWON TNG OWHOTIOLAKAG
alpoodatlpivng kat mpodyel tov TOAupeplopo. H Spemdvwon oe acBeveig pe SC
EVIOYVETOL TIEPALTEPW OTIO TO YEYOVOG OTL £xouv ~50% HbS, evw ta dtopa HbAS €xouv
~40% HbS. Auti n dladopd MPOKUTITEL Ao TO YEYovOC OTL oL umtopovadeg a-odatpivng
ouvbéovtal pe apvntikd doptiopéveg PA-umopovdadeg mo sUkola amd TG OeTIKA
doptiopéveg BC-umopovadeg. AANEC KALVIKA ONUOVTIKEG SPEMAVOKUTTAPIKEG SLATOPOYES
elvat n Spenavoeldnc/BP-Bahacoatpia, n Spemavoeldnc/BH-Bakacoaia, n acBévela

HbSD kat n vooog HbSO-Arab. H HbD kat n HbO-Arab cuppetéxouv mio eUkoAa amo tv
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HbA otn &nuioupyia cuumoAupepwyv pe HbS, mpokoAwvtag tnv ekdNAwWonN KAWIKWV
CUUMTWHATWYV (1).

H aoBévela mou elval yvwot wg HbSF 3 S/HFPH, n omola mpokUmtel amd tn
Tautoxpovn KAnpovoulkotnta tng HbS pe tnv KAnpovoulkn €migovr) TG €UBPUIKAG
alpoodalpivng, elvat pa KTTANKTLKN QTTELKOVLON TOU TIWGE Kol GAAN alpoodatpivn pmopet
Va ETNPEACEL CNUAVTIKA TN Spemavwon. AuTr n Kotdotacn, otnv omnoia urapxet ~70%
HbS kat ~30% HbF, gival KAWVIKG 0CUUTTTWUATIKA Kol amoteAel afloonueiwtn efaipeon
OTOV YEVIKO Kavova OTL n KAWLKNA Boaputnta oXeTIleTaL AUeETA PE TNV TOoOTNTA (1 %) TNG
HbS ota gpuBpa atpoodaipla. Asdopévou otL N HbF dev cuppeTéxel otn ouvBeon Twv
TLOAUEPWY, N TIAVKUTTAPLKA Katavoun tng HbF og autrv tnv katdotaon dtaodalilet otL
kaBe epuBpo alpoodaiplo £xel ocuykevtpwon mepinov 30% HbF, n omoia eivatl emapkig
yla tnv amnoduyn tng Spemdvwong OAwv Twv epuBpwv atpoodalpiwv umod GuUGLOAOYLKEG
ouvOnkes. Auto épxetal oe avtiBeon pe 0,1t cupPaivel otav ta emineda tng HbF
TolkiAouvv, 6nwg otn vooo HbSS 1 ota cuvépopa Spemavoeldol/B-0alacoatpiag. e
auTEC TG Statapayxeg n HbF Sloomeipetal ETEPOKUTTOPLKA, LE AMOTEAECHA VO EVTOTIL{ETOL
HOVO O€ €va UTIOOUVOAO KUTTApwV Tou ovopalovtal F kuttapa. Autod adnvel ta GAAa
KUTtapa, ta omoia otepouvtal HbF, sudAwta otg avtidpenavikég Spaocel tng HbF.
Q0ot000, 0€ OPLOUEVEC TIEPUTTWOELG, L0 ONUAVTIKN alénon otov aplBpud twv Kuttapwy F
umopel va €xel OeTIKO QAVTIKTUTIO OTOV TPOMO LE TOV OMOI0 QUTA Ta SPEMAVOYEVH
ouvdpopa mapouctalovtol KAWIKA. QG amoTtéAeopa, UTIAPXEL €vtovo evdladépov Kot
gvepyn €peuva yla tnv avamtuén pebodwv yla tnv avénon tng ocuvBeong HbF kal tng

mapaywyng F-KUTtapwv w¢ BEpameUTIKN EMIAOYN VLA T SPEMOVOKUTTOPLIKEC VOGOUG (34).

3.1.1. ErmubnuioAdoyia

H &pemavokuttapiki avatpio eival pia amo TIc Mo oUXVEG LOVOYOoVISLaKEG SlaTapayEC.
OL avBpwrot otnv Yriooaxdpla Adpikn, tn Notwa Acia, tn Méon AvatoAr kal tnv mepLoxn
™¢ Meooyeiou €xouv uPNASG emumoAacpud TG vooou. O MO KOWOG YovoTuTiog €ival n
opoluyn aipoodatpivn SS (HbSS) kat ot ocuvnBelg etepdluyeC KATAOTAOCELS €lval n
Spemavokuttapkr B%-BaAacoatpia, n  Spemavokuttopky Br-Oadacoatpion kot N

SdpemavoKkuTTapLkn avatpia tng atpoodatpivng (HbSC) (35)(36)(37).
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3.1.2. NMaBoduooAoyia

H Soun kot n mapoapopdwon Twv £puBpokuTTtapwv aAAAIOUV WG OTTOTEAECHO TNG
VEVETIKNG METAANAQENG TTOU avadEPETAL TTOPATIAVW, N OTtola. 08NYel 08 TTOAUUEPLOUO TOU
pHopiou NG awpoodalpivnG. H mpookdAAnon twv epuBpokuTtdpwyv aufAvetal, KoL oTn
OUVEXELQ OXNUOTI{OVTIAL ETEPOKUTTAPIKA CUCCWHATWHOTA, gpmodilovtag Guolka Tta
HULKPOOKOTILKA apodopa ayyeia kot mpokaAwvtag evtorniopévn unofia. H dwadikaoia
autn mpokalel avénuévn nmapaywyn HbS, ameAeuvBépwon dPAeypovwdwv pecolaBntwv
Kal Tmopaywyn €AelBepwv pulwv, n omola CUMPBAMEL oTtnv TAPEUMOSon  TNG
gnavalpatwong. H atpoodailpivn cuvdéstal emiong pe to povoleidio tou alwtou (NO),
€va L.oYupO ayyelodLaoTaATiko, kat aneheuBepwvel ofuyodvo. H aduddtwon avéavel tnv
mBavotnta dpemavornoinong Kat mapaywyng SUokauntwyv epubpokuttdpwy. Ot aAAayEG
OTNV OUOLOOTAON TWV KATLOVIWY, CUYKEKPLUEVA N auénon tng eKporng KaAlou Kal vepou
TIOU TPOKaAE(Tal amd tn ocuppetadopd YAwploUuxou KoAlou Kal to kavaAla Gardos
(kavaAt kaAlou mou e€aptatal and to acBEotio), CUUBAAOUV CNUAVTIKA CE QUTH TN
Swadikaoia. H auénuévn evepyomoinon TwV OLUOTETOALWY, N EVIOXUUEVN SECUEUON TOU
povoleldiov tou alwtou, n auénuévn TPOOKOAANON TwV OUSETEPODIAWV KOl n

UTIEPTINKTLKOTNTA ELVOL TIEPALTEPW OXETIKECG TTAOOAOYLKEG EKPBATELS TNG vOoOU (38).

3.1.3. Oeparneia

Meta tn Sdtayvwon, oL acBeveic Ba MPEMEL v TAPATIEUTIOVTAL OE ALUATOAOYLKO KEVTPO
yla cUMBOUAEUTIKN Kal yla va amodacioouv yla tn Beparmeia kal, €av xpelaletal, ylo
Ttoktikn afloAdynon tng Stayvwonc. H tpéxouoa tumikn Bepameia (20) Paciletal ota
amoTteAéopATA PEAETWY TIOU TpaypotomnoliOnkav o peyaleg tomobecieq otnv AyyAila
(23) kot otig HMAOA (7) kot avadépetal ot Slabéoipeg katevuBuvtrpleg odnyieg (22)
(AWMF/II/ 025-017.htm).

Ogpaneutikn Bepaneia

e madld KATw Twv 16 €twv pmopel va xpnowpomotnBel aAAoyevig UETOHOOXEUON
BAaotokuttapwv (23). O evdeilelg eival amodpatn tou Kevrpitkol NeuplkoU ZUGTAHUATOG
(KNZ), blaitepa ocoBapég, ouxveG Kploelg movou | ouxvh epdavion ofEwv BwPAKLKWY
ouvdpouwy. MNa toug NAKLWHEVOUG aoBevelg, N peTapdoxevon ocuvnOBwg dev amoteAsl

emloyn Aoyw EANelng Swpntwv Kot Twv uPnAwv KvdUvVwy TG HeETapooxeuong (9).
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Zupuntwpatikg Oepaneia

AvoAyntika: H Beparmeio mpwing YPOUUAG yld KPLOELC TTOVOU ouvioTatal Of
ETIOPKN XOPYNON LUYPWV KAl aVaAynTIKwY KOTAANAwv yila To eninedo tou movou
(mapakeTtapoAn, HeTap{oAn, TBavwe eniong Kwoelvn N TPAUAA, 1 oKOpA Kol
Hopdivn) (9).

Me mpwrteivoupia mavw oamd 0,5 g/24 wpeg, oL avoaotoleic tou eviLpou
HETATPOTNG TNG QYYELOTEVOIVNG MMOpoUV va avaotelhouv tnv €&EAEN NG
omelpapatrovedppitidag r tng onelpapatoockAnpwong (9).

Xopnyouvtal €miong avtiBLoTiKA, WOLaiTEPA YLl TIVEUROVIOKOKKLKE Aolpwén e
unoyia onPng kat yla poAuvon amno caApovera pe untoio ooteopueAitidag.

H uvbpofuoupia (20) eival n povn ouvcia PEXPL CAPEPA TTOU UIMOPEL VAL LELWOEL TOV
apLlOuO Kal tn coBapdtnTta Twv KPloewv Tovou (oto 70% £weg 75% Twv aoBevwv)
KOl VO LELWOEL TOV aplOuo Twy enelcodiwv Tou 0f€og Bwpakikol cuvEpoOpoU Kal
¢ Bvnopotntag. H apyikn 8oon twv 15 mg/kg/nuépa pnopei va avénbel ota 35
mg/kg/nuépa. Aoyw coBapwv nmapevepyelwv (20), ol SpemavokuTTaplkol acBeveig
pumopouv va umoPAnBouv oe Beparneia pe udpofuoupia povo otav evdeikvutal
auotnpd, Kkatomwv ekmaideuong Tou aoBevoug, €AV XpnoLuomoLouvTOoL
QVTLIOUAANTITIKA (Yo yuvaikeg avamapaywylkng NAWKIOG), HE  TAKTIKEG
OLLLOTOAOYIKEG e€eTAOELC (apxLka KABs dU0 eBSOUASEC KAl PETA KABE prva), Kot
LUE TIPOOEKTIKA TEKUNPLWON TwV TOpevePyELwV. Ol aVvermBUUNTEG EVEPYELEG
nepAaUBAVOUV KUTTOPOTIEVIA TIOU UIOPEL va SlayvwoTtel og pla amAn g¢€taon
aipatog, umeppeAayxpwon, ovénon  BApoug,  EUKOLPLAKEG  AOLUWEELG,
alwoomnepuia oe nepimov 80% Twv avdpwv (akOun Kot xpovia HETA TN Slakorn
¢ Oepameiag) kat €viovn umopayvnolatdia. Moteletal €miong OTL €VEXEL
Tepatoyovo Spaaon (20).

H Bepamneia petayylong umokeltal o avotnpég evoeifelg (20). Auotuxwg, autol ot
Kavoveg ocuxva mapafialovtat. OL amAég petayyioelg evdeikvuvtal yia peilova
OTANVLKI €UITAOKN, AMAQOTIKEG Kploelg Kal o€V Bwpakikd cuvEpouo, Kabwg Kal
Tipwv oo peilova xelpoupyikn enépPaon (n Hb mpémel va avénBel ota 10 g/dL!).

OL PEPLKEG peTayyioelg avtaAlayng yla tn Heiwon tng avoadoyiog tng HbS

28



evbeilkvuvtal yla ofela avemdpkela opyavwv f ayyelakeg amodpdfelg, aiAa
omavia yla ofeieg kploelg movou (9).

e H «kUpla £€voeln vyl HAKPOXPOVIA TIPOYPAUMOTO HETAYYoONG (v 1N
pHakpompoBeoun dlatrpnon xapnAwv avaAoylwv HbS oto aipa) eival n anodpain
tou KNZ. Ot Spemavokuttapikol acBeveic mou AAUBAVOUV CUXVEG WETAYYLOELG
npémnel va AapBavouv Bepamneia xnAiwaong (9).

e ImAnvektoun: Ol opoluyeg SPEMAVOKUTTAPIKEC TTOONOELS 08NnNyouV o OKAfpuvon
OTANVAC Kal AELTOUPYLKA acTAnvia akopn kat otnv matdikr nAkia. AcBeveig pe
Sdpenavokuttapikr) B-0alacoaipia urmtofAallovtal O OTMANVEKTOUN META amod

EUITAOKNA TNG OTIARVAC 1) OE TEPIMTWON UNEPOTIANVLIOUOU (9).

3.2. AN\eG MOLOTIKEG SLatapaxEg tng Soung odatpvwy

EKTOC amd TIC OUXVOTEPEC alpuoodalplVOmABele¢ ToOU TtapaypAadovTol TOPATIAVW
UTIAPXOUV OPKETEC OKOMN MOopdPEC Tou emnpedlouv T Soun Twv odalpvwy,
TIPOKOAWVTAG aVWUAAO davotumo. AuTEC eplypddovtal ota enopeva Kepalala. Aoyw
NG HeYAANng mowilopopoiag autwy twv acBevelwy, o GavOTUTOG TIOLKIAEL TTOAU amd
OQOUUMTWHATIKOG £wg Kot Bapla avalpia. Etol, avaloya He Ttov aoBevr), 0 yLatpog
eTAéyeL TNV edappoyn 1 oxL Bepameiag, n onoia wg eni To MAeiotov adopd UETAYYLON
OmoTE €lval amapaitnTo KAl CUPMTWUATIKY Bepameia, 61k 6tav MARTTIOVTAL KOt GAAQ
opyava. Emeldny n Bepaneia Aoutdv dev efaptatal and to £(60¢ TNG vooou oAAA T

Baputnta autrc, ota emopeva kepahata divetal Epdacn HOVO OTO UNXOVIOUO OVATTTUENG

KABe popdng.

3.2.1. AoctaBsic napaAlayEg alpoodalpivng

Ot aotaBeic maparlayEg cuxva TPOKAAOUV CUYYEVH CWHOTLKA OLLOAUTIKNA avaluia Heinz
TIOU QVLXVEUETOL PE EPYOOTNPLAKO EAEYXO KO KAWVIKA CUPMTWHATA. Ot HeETAAAGEELG TToU
aAAalouv omolodnmote otAdlo otnV enegepyaacia tng odalpivng, cupnepAapuBavouevng
™¢ avadimiwong unopovadwy, tTng aAAnAemnidpaoncg T aipng, tou Sueplopol f Tou
TETPAUEPLOUOU, UIOPOUV va amootabepomoljoouv TNV atgoodatpivn. IRuepa eival
YVWOTOL TIEVTE yeviKol pnxaviopol mou amootabepornolovv Tnv Hbs: umokoTaoTAcELG

OMWVOEEWY €VTOC TOu BUAaka NG aiung, Olatapaxn tng Oeutepevoucas SOUNG,

29



umokatdotaon oto udpodofo eowTtePkd TNG uTopovadag, dtaypadec apvolEwy Kot
EMUAKUVON TNG utopovadoag (15).

Mavw amo to 75% tn¢ atpoodapivng mapouolalel doun a-€Akag. Auti n doun
elval blaitepa evailoBntn oe SlotopaxéC oMo UTOKOTOOTACELS TPpoAivng . Mo
napadelypa, otnv awpoodatpivn Brockton (B138 [H16] Ala > Pro) n umokateotnuévn
npoAivn Slatapacosl Tou¢ Slopoplakol¢ Sdeopolg ubpoyovou petafy B138Ala kat
B134Val otnv €éAka H. Autd mopdyet pla ootabn mopoaAlayr) HE TAON va
CUCOWHATWVETAL Kal vo. Katakpnuviletal, kataotpédpoviag €Tl Ta epubBpokuTTapa Kal
npodlabetovtag yia atpoAvon. H awpoodatpivn Brockton dev epdavilel aAlolwpévn
ouyyévela 6éopeuong O; 1 UeTaTomicel NAEKTPodopNTIKAG KvNTKOTNTOG. AuTth N
napaAAayn avayvwpiotnke pe availuon HPLC twv aAlucidbwv odalpivng acBevwy kal to
Tpomomnolnuévo potiBo mepiBAaong kpuotalloypadioag oktivwv X Selyvel TOTmIKNA
Sdiaomaon tng éAwkag H (15).

OL petaAlagelg otn Slemidpavela alBfl pmopouv va TPOKAAEGOUV OULUOAUTIKN
avalpia avacTEAAOVTAC TOV OXNUATIOUO ETEPOSIUEPWY, EUVOWVTAC TN CUCOCWPEUON
umopovadwv eAelBepnc odatpivng, oL omoieg eival aotabelc, Wlaitepa Twv o aAucidwv.
Napadeiypata eivat n awoodatpivn Philly (B35 [C1] Tyr > Phe), n awwoodatpivn
Peterborough (B111 [G13] Val > Phe), n awpoodatpivn Stanmore (B111 [G13] Val > Ala),
Kol n awpoodailpivn J-Guantanamo (B128 [H6] Ala > Asp). H aipoodatpivn Khartoum
(B124 [H2] Pro > Arg) mepléxel pla umokatdotaon otn diemipavela alfl mou sival Aria
anootaBepomnolntikn in vitro, aA\& 6&v MpokaAel KAWVIKA cupmtwpata (15).

Elvat evbladépov OtL oplopéveg petalalelg yovidiou a-odatlpivng Tmou
ennpealouv tn dlemidpavela alBl pmopel emiong va anooctabepomnoliocouy Tig EAeUOEPEG
a aluoibeg avaotéAAovtag tn oUVOECDK TOUG UE TNV MPWTEivn otabepomoinong g a-
alpoodalpivng, Evav epuBpoeldny poplakd cuvodo Tou SLEUKOAUVEL TN cuvappoAdynon
™¢ aiwpoodalpivng (39)(40). Autég ol mapallayég a-odpaipivng meplAapBdavouv Tig
alpoodatpiveg Prato (al 4 a2 31 [B12] Arg > Ser), Lombard (a2 103 [G10] His > Tyr),
Contaldo (a1 i a2 103 [G10] His > Arg), Foggia (a2 117 [GH5] Phe > Ser), Groene Hart (al
119 [H2] Pro > Ser) kot GAAeg. QUOLKA ATAVIWHEVEG TIAPAAAAYEG a-odalpivng He
UTIOKOTOLOTAOELS apWVogEwv otn Béon 99 ocuuneplappavopévng tng alpoodalpivng
Turriff (al n a2 99 [G6] Lys > Glu) kat tng Hb Beziers (al 99 [G6] Lys > Asn) o pevouv TN
B odalpivn kavovikad aAld mopouctalouv HelwpEVn aAANAeniSpoon UE TNV MPWTEIvN
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otaBepornoinong tN¢ a-alpoodalpivng kot  pmopel va  mapoucialouv AT
anootaBepomnoinon (4)(41)(42). Ot HeTAANGEELG KATA TOU TEPUATIONOU UIMOPOUV €miong
va armootaBeponoljoouv TV a odalpivn eV HEPEL LELWVOVTAC TN OUVOEDH TNG PE TNV TNV
npwteivn otabepomnoinong tng a-alpoodatpivng (43).

Ol unepotaBepég mapaAlayeg apoodalpivng kabllavouv Alyo pEeTA Tn oUvBOeon
Kol &gV EVOWHATWVOVTOL OTA TETPAUEPN TNC alpoodalpivnG. AUTEC oL ePprUEPES
npwrteiveg eilval SUokoAo va amopovwBoulv. e auth tnv nepimtwon, n nAektpoddpnon
umopel va eivat Peudwg apvntikn Aoyw tTng Taxelog evaillayng autwy Twv apailaywy,
kaBlotwvtag tnv aAAnAouyio DNA pia kpiowpn Stayvwotikr) dokiun. Ou mpooBeBAnuévol
aoBeveig epdavilouv pla Kupilapxo KANPOVOULKN «Balacoatlpio cwpatiwv eyKAELGUOU»
TIOU TIPOKUTITEL TOCO AT TNV KATAKPNUVIOUEVN TapaAlayn odatpivng 6co kat amnd tnv
€mMaKOAOUON avicoppomia TNG aAucidaC LE OUCOCWPEUGH TNC MN EMNPEONCUEVNG
odatpivng, n omola sival actabng otnv elevBepn popdn tng. Ta epubpoklTTOpa TOU
acBevolg Tumika eudavifouv avwpain popdoloyia PE UIKPOKUTTIAPWON, UTIOXpwHia,
HETPLA €WG coBapr avicomolkKIAoKUTTApwan, Baceodiln paBdwaon Kol eykAsiopota ou
umopel va yivouv dlaitepa epdavr) peta amd omAnvektouny (7). Ou umepotabepég
HeTAAAAEELC ouvrBwe apatnpolvTal oto £€6vVLo 3 Tou yovidiou tng B-odatpivng. OAeg oL
HETAAAAEEL TIOU €XOUV EVTOTIOTEL €lvol HETATOMIOELG TAQLOIOU 1 HN VONUOTIKA
KWSLKOVLA TTOU TTapryayaV OXETIKA HOKPLEG (>120 apvoléa) MPWTEIVEG e TIEPLKOTIEG OTO
KapBoEUTEALKO AKkpo. O UNXaVIoHOG SpAcng TTou POTELVETAL lval OTL ol adalpiveg mou
TipokaAoUV Kuplapyxa KAnpovoulkn Balacoatuia elvol apkeTa HOKPLEG yla va. SECEVOUV
TV aign HETA TN UETAPPAOn, YEYOVOC TIOU TIG KOOLOTA OXETIKA OVOEKTIKEC OTNV
TIPWTEOAUTIK  amolkodOUnon,  EMTPENMOVING TNV €MOKOAOUON  KOTAKPAUVLON
CUCOWUATWHATWY TIOU TIEPLEXOUV ailpn Tou avixvelovtal w¢ cwpata Heinz. e pa
OLKOYEVELQ LE QLUOAUTIKN) QVOLULOL £XOUV QVLIXVEUTEL EMIONC MOPAVONUATIKAG METAAAAEELG
TIOU €Tiong mpokaAouv uTepotabepeg maparlayég alpoodalpivng, thv atpoodatpivn
Hirosaki (a2 43 [CE1] Phe > Leu) (44). AdoU apKeTEG SOKLUEG QTETUXOV VA TAUTOTOLICOUV
o dtaduty mapallayn TNG alpoodalpivng ota epuBpokuttapa, XpnoLpomol)Onke
aAAnAouxnon DNA yla va xapoKtnplotel N LeTaAAaln.

H awpoodatpivn Terre Haute (B106 [G8] Leu > Arg) eival pia dAAn umtepaotadng
mapoAAayr) Tou oxetiletal Pe cofapr OLUOAUTIKN avalpio Tou cwpatog Heinz kot

aviooppomia ™G aluoidag odalpivng. e apXLKEG UEAETEC TwV €puBpwv KUTTAPWV
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acBevwv Oev  aviyvelBnkav pn ¢uololoykd TeETpapepn oawdoodalpivng Kal n
xaptoypadpnon Mentdiwv paSloCNUACUEVWY EKKOAOMTOUEVWY ODALPLVWV EVTOTILOE L0
umnokatdotoon 112 (G14) Cys > Arg, Tou apxka ovoudotnke atpoodalpivn Indianapolis.
Qotooo, n puet@Aaén 112 Cys > Arg eVTOTIOTNKE OTN CUVEXELO OE AOXETA ATOUA LE TIOAU
Alyotepo oofapr vooco. H emavektipnon tng apxlkng yeveahoyiag pe avaAucn DNA
avakaAuPe pa pet@Alaén 106 Leu > Arg, n omoilo UETOVOUAOTNKE Ot alpoodalpivn
Terre Haute. MiBavotata, n ateAng Bpumtiky dtdomacn tou pn ducloloyikol memntidiou
B-odalplvng OTIG TMPONyoUUEVEG UEAETEC 06Nynoe ot eodalpévn avoyvwplon Tng
QLTLOAOYIKNC LETAAAOENC (15).

3.2.2. Napal\ayeg vPnAng ouyyévelag ofuyovou

Ot mapalayEc awpoodalpivng He avénuévn ocuyyevela O, mpokaAouv epuBpoKUTTAPWON
Sleyeipovtag tnv epubpormoinon. Autd ocupBaivel cuxvd w¢ QmoOTEAECUA OAAQyWV
OUWVOEEWV ToU eite Teplopilouv TIC avildpAoel o OANOOTEPLKOUC PUOULOTEG
neplBarlovrtog mou avéavouv tnv ameleuBépwon O,, omwc H* (pawvopuevo Bohr) 1 otn
2,3 BPG, eite otaBepomnolovv tnv kataotacn R (katdotacn vPnAng ouyyévelag Oz) oe
oxéon He tnv T (katdotaon xapnAng ouyyévelag Oz). Mapaidayég uPnARg ouyyEvELag
ouvnNBw¢ cupBaivouv amo UMOKATAOTACELS TTou aAAalouv auth tn diemadn, kabwg ot
oaMnAemidpaocelc alPfl sival kuplwg umevBuveg yla tn pecoAdBnon Twv PeETABACEWV
kataotdoewv T o€ R. ArtokAgiovtag To oXNUATIONO €vOg deopuol ubpoyovou petafl 99
Asp kat 42 Tyr, o omoiog Tumikd otaBepomolel TNV amoofuyovwuévn katdotacn T
XapUnAnG ouyyévelag Oz, n aAdayn apwvoteéwv otnv awpoodatpivn Kempsey (B99 [G1] Asp
> Asn) Statapacoet Tig aAAnAemidpdoelg alBl. H tetaptotayng Loopportia petatomniletal
T(POG TNV 0SUYOVWHEVN popdr R Adyw autig tng Soukng aAAayng, n omolo LELWVEL TNV
aneAevBépwon Oz otoug TepLdePELOKOUG OTOUG Kal aufavel tnv epuBpomoinon.
MoAudplOueg alayEG O QUTEG TLG TIEPLOXEG €XOUV WG amoTtéAeopa UPNAEG TtapaAlayEg
ouyyévelag Oz kal ta KapBouAkd dkpa Twv aAucidwv odalpivng epmAékovtal eniong oe
oMnAemidpdoelc mou otabepomoolv TNV Kataotacn T YaunAnc ouyyévelwag Os.
ErumAéov, Snuoupywvtag pa yédupa alatiov pe 94 Asp, to KapBofUAlko akpo Tou 146
His oupBaAMAel onupavtika oto ¢awvopevo Bohr. Evag aplBudg mapalaywv vPnAng
ouyyévela¢ O, pe 146 UMOKATAOTACEL TPoKaAoUV Tt &ldomacn authg TG
oaAnAenidpaong, ocupunephappBavopuévng tng atpoodatpivng Hiroshima (146 [HC3] His >
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Asp), t™n¢ awpoodatpivng York (146 [HC3] His > Pro) kat tn¢ awpoodatpivng Cowtown
(B146 [HC3] His > Leu). Autég ol mapalhayEg mapouaotdlouv PeElwpEVOo davouevo Bohr
Kal ELwUEVN ameleuBépwan O, o€ 6&wvo meptBaiiov (15).

MoAudplBpueg petaAAdéelg mou epmodilouv tnv aAAnAenidpaon pe to 2,3-BPG, 10
omolo kavovika deopelel aAuoideg odalpivng yla va mupodotroel TNV ameleuBépwaon
0y, €xouv w¢ omotéAeopa SLOKUPAVOELS alpoodalpivng uPnAng ouyyévelag. Mo
napadeypa, n alpoodalpivn Rahere pelwvel Tn ouyyévela yla aUTOV TOV AANOOTEPLKO
pubuLoth avtikablotwvtag pa Auoivn pe pla Bpeovivn otn Béon déopeuong tou 2,3-BPG
otn B odapivn (B82 [EF6] Lys > Thr). Q¢ amnotéAeopa, n in vitro anelevBépwon O o€
amokpLon tng mpoodnkng 2,3-BPG pelwvetal otnv atpoodatpivn Rahere. Ta enineda tng
alpoodalpivng oto aipga auvfdvovtal in Vvivo w¢ AMOTEAECUA TNG TIEPLOPLOUEVNG
aneAevBépwong O, otouc mepldePkoUC LoTouG. Opoiwg, n atpoodatpivn Helsinki (B82
[EF6] Lys > Met) kat n awpoodaipivn Providence (B82 [EF6] Lys > Asn) eivatl mapaAAayEG
uPnAnNg ouyyévelag Oz ou mpokaAouvtal anod dtadopes arayEGg apwvoféwv otn Béon

S6éopevong tou 2,3-BPG oto apwvoll 82 tne B aluaoidag (15).

3.2.3. MNapal\ayEg xapnAng ouyyévelag ofuydvou
H kuavwaon gival To XapaKTnPLOTIKO CUUMTWHO TWV SLOKUUAVOEWY TG apoodalpivng pe
XapnAn cuyyévela O;. AUTEG oL TTPAAANQYEG TUTILKA TIPOKUTITOUV oo aAAAYEC QULLVOEEWV
odalpivng mou 06nyouV TNV TETAPTOTAYN LOOPPOTILO TWV TETPAUEPWYV alpoodalpivng amnod
TNV Kataotacn ofuyovwuévou R uPnAng cuyyEVELOG OTNV aoofUyoVwHEVN Kataotaon T
XOUNANG CUYYEVELAG, N Omola £lval OUCLAOTIKA TO aVTIOETO amod autd mou cuppaivel yla
TI§ mapaAAayEg uPnAng ocuyyévelag O,. Autod Sev avaoteAAel tnv anedeuBépwon Hb-O;
oTa TPLXOELSN ayyeia Twv LoTwv, aAAd paAov apepunodilel tnv mpdoAnn Hb-0; gav to
Pso €xeL auvénBel oe =250 mm Hg. Mapadofwg, ol mapallayeg atpoodpalpivng XoUnAnG
ouyyévelag O, UMOPEL VOl CUCXETLOTOUV HE NTILAL AVOLKLOL TTOU TILOTEVETAL OTL TIPOKAAELTAL
arnod avénuevn apoxn O2 0Toug LOTOUG Kol LELWLEVN EpuBportoinon. EmutAéov, oplopeva
peTaAAaypéva xapnAng ouyyévelog O, eival aotadbr) Kot emopévwg oxetilovral OxL Hovo
HE KuAvwon oAAG Kal PE OLOAUTLKA avaluia tou owpatog Heinz (15).

H Siemadn alpl, n onola sival {wTKAG onUACiOg yla TN AELTOUPYLKOTNTA TNG
alpoodalpivng, emnpealetal oe MOMEG ekb0oelg XapunAng ouyyévelag O, Mia KoAd
gpeuvnuévn mapallayn xapunAng ouyyévelag O; eival n atpoodatpivn Kansas (102 [G4]
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Asn > Thr). NopoAo mou T ATOMA HME QAUTO TO YOVOTUTO €lval KAWLIKA UYLElG, Ta
npooBePAnuéva atopa mapouctalouv afloonueiwtn kuavwon. Otav to Asnl02 otn
Slermupavela alPfl aAlalel, Sev pumopel va oxnuoatiotel deopdg udpoyovou pe tnv Asp94,
KatL mou Sladopetikd Ba Swatnpouoe tnv ofuyovwuévn Soun R. Evag mapdpolog
HUNXAVIOUOG TpOoKOAEL xaunAn ocuyyévela O, oe dUo AAAeG mapaAAayEg alpoodalpivng
HEOW SLAPOPETIKWY AVIIKATAOTACEWY TOU (6lou uTtoAsippatog apwvoééog (102 [G4]
Asn) otnv awpoodatpivn Israel (3102 [G4] Asn > Ser) kat otnv atpoodatpivn St. Mandé
(B102 [G4] Asn > Tyr) (15).

3.2.4. Napalayeg pebapoodapivng «TOTog M»

MNna tn 6éopevon tou Oz, 0 olbnpog TNG awloodalpivng MPEMEL va €lval OE avNyUEVN
kataotaon (Fe?). Emuthéov, n ofeldwuévn awpoodatpivn (Fe3) (neBatpoodaipivn) éxel
NV TtAaon va oamneleuBepwvel aipun kot eival Bepediwdwg aotabnig. Ou ewyeveig
aVTLOEELOWTIKOL pnxaviopol Twv epuBpwv atpoodatpiwv Kot ol gyyeveig SLOTNTEG TNG
alpoodalpivng tnv avnypevn. H €kBeon o ofeldbwtikA pappaka 1 TOEIVEG, YEVETIKEG
oAAOLWOELG oTa EVIUPLKA cuoTHHATA TNE EpUBPOELSOUC avaywydon pebatpoodalpivng
(45) 1 mopaAayé¢ tng oAuvcidag odalpivng umopsel va  mpodlabBécouv o€
pebalpoodatpvatpio. Autéc ol Swatapaxeg epdavidovtal wg  «Ppeudokuavwon»,
(6nAadn, xapnAog kopeopog Hb-0;), mapd tnv emapkni aptnpLakr ofuyovwon.

Ot napalayég odatpivng mou oxetilovrol Pe TO oXNUATIONO peBatpoodalpivng
TIPOKAAOUVTAL TUTILKA OO UTIOKOTAOTACELG AULVOEEWY €VTOG Tou BUAaKA TG alpung. lNa
napadelypa, tEooepeC OLOPOPETIKEC pebBalpoodalpiveg mapdyovtal O6tav n tupoaivn
avTIKaBloTa Ta yyug 1 anw urnoAsippata wotdivng a- A B-odatpivng mouv aAAnAemibpouv
HE TNV aipn (15). H eyyucg wotdivn otnv atpoodatpivn M-lwate (ol ) a2 87 [F8] His > Tyr)
aAAalel o€ Tupoaivn, n omola AMOMPWTOVIWVETOL Kol cUVOEETAL Pe Tov oibnpo aiung. H
aiun owdnpou, deopeupévn HEOw TOU eyyevoug His F8, avayetal sUkoAa amod tnv
avaywydon pebBawpoodalpivng. O  ocuvtoviopog tupooivng (F8) pewwvel tnv
avtidpaoTikdtnTa He TG avaywydosg peBawpoodalpivng kat otabepomotel TNV
kataotaon ofeldwuévou oldrpou. Q¢ amotéAeopa aUTAG TG aAAnAemidpaong, n aiun
Kat n €Aka F tomoBetolvtal eodaApéva eviog Twv aAlayuévwv umopovadwv. H
armoofuyovwueévn kataotaon T otabepomnoleital otnv puatkn apoodalpivn otav n eyyug
€Ak His F8 kat F amopakpUveTal and tnv opuada tng aipng, yeyovog mou PELWVEL EMIONG
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TN OUYYEVELD TwWV €Taipwv NG PUOLKAG umopovadag ywa to ofuyovo. Emopévwg, n
HoKpUTEPN MAEUPLKN aAucida Tyr F8 avtikablotd tnv Kavovikr mAeuplkn aAvaoida His F8,
OTOOEPOMOLWVTOG TNV OMOEUYOVWHEVN Katdotaon T €Vw UELWVEL TN OUYYEVELD TNG
duokAg umopovadag yla to ofuyovo (46)(47). AutéC oL BLOXNULKEG KoL OOULKEG
aA\olwoelg amotehoUv TN Baon tng €AAeWPng AsLToupylkOTNTOG KOl TNG ocofapng
Kuavwone o€ oobeveic pe awpoodalpivn  M-lwate, omou T emimeda  TNG
pebBalpoodatpivng umopel va umepPouv to 20% (Puctloloylkd <2%). AvtiBeta, otnv
awpoodatpivn M-Saskatoon to mepidepikd His avtikabiotatal pe to Tyr (B63 [E7] His >
Tyr). Autr) n PeETAAAOEN eMITPEMEL OTN HeTaANayuevn Tyr va SeopeVEeL Tov oibnpo aiung
owdrpou yla va dSnuoupynoel pio petaAaypuévn Stapopdwon mou eival Wblaitepa amAn
yia tv €€alewhn TwWv KUTTOPIKWY avaywyoowv peBaitpoodatpivng. Emopévwg, oe
ouykplon Me Atopo pe oawpoodalpivn M-lwate, ol aocBevei¢ pe awpoodalpivn M-
Saskatoon €xouv xapnAdtepa emineda ofeldbwpévng ailpoodalpivng otnv kukAodopia

(15).

3.2.5. Metapetadpaotikeg aAlayeg otn Soun tng awpoadatpivng
Exel evtomiotel éva gupl PpAopa PETAUETADPOAOTIKWY TPOTOMOLNCEWYV TNG SOUNG TNG
alpoodalpivng, HEPLKEG OO TIC OMOILEC 08nNyoUV Of ONUAVIIKEC OLATAPAXEG TNG

Aewtoupyiag. AuTEC mMapouoLAlovTal OTLG ETIOPEVEG EVOTNTEG.

Mn evlupatikiy yAuko{uAiwon
H ouykévtpwon tng YAUKOING oTo KUTTapOmAaopa tTwv gpubpwv atpoodalpiwv sival
oxebov oon auth Tou MAdopatog. H yAukoln Bpioketal og toopporia HeTafl TnG KUKALKAG
NULOKETOALKNG SouNG Kat TNG Sopung avolktig aAdelidng. H Seutepn eival oe Béon va
avTIOpA OUOLOTIOAIKA HE QAULVOUABEG EVOC EUPEDG PACHATOC MPWTEIiVWY. Emeldn autn n
avtidpaon €uvoel apvopddes Pe oxeTkA XaunAo pKa, n o adpbovn yAukoluAlwpévn
alpoodalpivn Bploketal ota apvoTeAKA dkpa TNG a- Kal B-odatpivng. Zta ducLoloyikd
epuBpa alpoodaipla, mepimou 5% tng alpoodalpivng €xeL pla mpooBnkn yAUKOING oto B-
apwvo akpo mou ovopaletal HbAlc (Ewikova 3) (1).

H avtidpaon 1 deixvel tov oxnuatiopd tng Baong Schiff n tg mpooBnkng
oASduivng. AuTo to MPoldV 0T CUVEXELA AVASLUTACOETOL OTOV TILo oTaBepo (oxedOV un

avaotpéPiuo) deopd ketoapivng (avtidpaon 2). To HbAlc kat GAAa Awyotepo adpBova
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npoiovta npoodnkng yAukoIng oxnuatilovtal Ue yPOUULKO TPOmo katd tn Stdpkela {wng
Twv 120 nuepwv TwV £puBpwv apoodalpiwy. Emopévwg, ta enineda HbAlc eival xapnAa
o€ Atopa Pe awpoluorn. Emeldn to eninedo tng HbAlc eival pia akplBrg avtavakAoaon tng
HEONG OUYKEVTPpWONG YAUKOING OTO TAQCMO TOUG TIPONYOULEVOUG 2 HAVEG, EXEL
anodelyBel mMoAU xprowo otnv apakoAolBnaon tou Bepameutikol eAéyxou o€ acBeveig

pe dwapntn (1).

HC=0 HC=N-B CIJHz—N*Hz—B
| |
HCOH HCOH C|3=O
| |
HOCH HOCH HOCH
B—NH, + | e | T) '
HCOH 1 HCOH H(IDOH
| |
HCOH HCOH HC|30H
| |
CH,OH CH,OH CH,OH
Mukoln ANSWivn Ketapivn

Ewova 3. H avtidpaon oxnuatiopou tng Baong Schiff n tng mpooBnkng aAdiuivng (1).

AMWVO-TEALKN aKETUALWON

Alyo pETA TN HETAPPOON TWV TEPLOCOTEPWV TPWTEIVWY, N AULVOTEAKN HeBeslovivn
(ekkvnTAG) SlaoTdTal KO CUXVA TO TAPAKELLEVO AULVOEU OKETUALWVETOL OTO QLULLVOTEALKO
AKPO. AUTEG OL HETO-UETADPAOTIKEG TPOTIOTIOLNOELG EEOPTWVTOL OE PEYAAO Babuo amo
TNV aAAnAouxia Twv YEITOVIKWY apLvoéEéwv. OAeg ol avBpwriveg odatpiveg udiotavrat
Sdlaomaon tNg apwvoteAlkng pebelovivng oAAd kapia Sev udlotoatol AULVOTEAKN
QKETUALWON €KTOG amod to ~20% Ttwv umopovadwv y-odatpivng (HbFI). Qotooo, €xouv
evtomiotel  omavie¢ mapalayEc avBpwrmivng  aitpoodoalpivnG  mou  pEépouv
OVTIKATOOTOOEL, OQUWVOEEWV  OTNV  OHLVOTEALKN) TIEPLOXA) TIOU  TPOKAAOUV TOGCO

Katakpdtnon tng pebelovivng ekkLVNTH 600 Kal tapeunodion tng N-aketuAiwong (1).

Apwvo-teAkn KapBapuvAiwon

H oupla oto mAdopa BplokeTal o LooppoTia PE LOVTA appwViou Kal kuaviol. To Kuaviko
elval Lkavo va CUVOEETAL OLOLOTIOALKA HE TA AULVOTEALKA AKPOL TWV UTIOUOVASWY a- Ko
B-odatpivng ywa va oxnuatiosl mpoiovta mpoodnkng. H kapBapuAlwpévn apoodatpivn
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dev elval aviyvevowun ota ¢ucloloylkd epubpd alpoodaipla, oAAG pmopel va

OUOOWPEUTEL 0g pPeTpriolpa enineda os aoBeveig pe oupatpia (1).

Anoapidonoinon

Y& MOA\EG MPWTEIVEG, N AULVOUASA O OpLOMEVA UTOAELYHATA aomapayivng, Wlaitepa
otav PBpiloketal SimAa oe pa otdivn, Slaomatol TAPAYoOVTAC OOTIAPTIKO 0fu. H
arnoapidwon dev epdaviletal oTig aomapayiveg oe puCLOAOYLKEG UTIOPOVASEC odatpivng.
Q0T000, £XOUV EVIOTLOTEL EMTA avOPWILVEG MOPAANAYEC OTLC OTOLEG CUMPBALVEL HEPLKA )
mANpNe amoapidwon. TEOOEPL OMO OUTEG OCUVEMAYOVTAL OVTIKOTAOTOON oo
aomoapayivn. H armoauidwon dev ¢aivetal va ennpedlel tn Asltoupyia o€ kapia oamo

QUTEG TIG TtapaAAayEg (1).

3.2.6. Emiktnteg aMayeg otn Asttoupyia tng awoodalpivng

MeBawpoodatpivarpio

Oplopéva papuaka Kol tofivec pmopel va TPOKOAECOUV €VICXUHEVN ofeldwon Tou
owdnpou aiung oxnuoatilovrag pebailpoodatpivn. MNavw amod ta enineda tou 10%, Ta
atopo pe peBaipoodalpivn eudavidovral kvavwtikd. H éktaon tng ofelbwong tng
alpoodalpivng mpoodlopiletal pe GAOCUATOPWTOUETPLIK avaluon Ttou aipatoc. H
peBatpoodatpvatpia BAATTEL TNV ofuydvwon Twv oTwv eneldn n aipn Fe3* dev eival
tkavr va ocuvdeBel pe to ofuyovo Kal, aKOWN TLO CNUAVTLIKO, N mapoucia piag  dvo
ofeldWUEVWY QLUWY ava TeETpapepEC otabepomolel tnv R tetaptotayr Soun kal €tol
au€AVEL TN CUYYEVELA TWV UTIOAOLTWY QLUWV yla To ofuyovo. Otav n pebatpoodatpivn
Eemepaoel To 30% apyilouv va epdavilovtal KEVIPIKA VEUPLKA KoL KapSLayyELaKA onUela
Kal cupntwpata. MoAl xaunAotepa emineda mapatnpoUVIAL O ATOUA HE OUYYEVN
peBalpoodatpvatpio AOyw aVEMAPKELAC OTNV AVAywydon TOU KUToxpwuatog b5. Téoo n
toflkl 000 KoL N ouyyevAg peBalpoodalpvalpia UmopoUv Vol OVTLUETWIILOTOUV

QTOTEAECUATLKA UE TN XoprHynon tng ofedoavaywylkng Badng umAe tou pebuleviou (1).

KapBouaipoodatpivarpio

To povoéeidlo tou avBpaka (CO) cuvSEeTal e TOV ALULKO oidnpo tng atpoodalpivng e
ouyyévela 210 peyaAltepn amd aut tou ofuyovou. Ta d¢uolohoylka epubpa
alpoodaipla mepLEYouv TOAU MIKpr) Toocotnta  kapBofuatpoodalpivng Adyw NG
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aneAevBépwong CO amd ta pakpoddya UETA TNV MPocAndn ynpacuéEvwy €pubpwv
alpoodalpiwv Kat tnv amolkodopnon tNg aiung omo tnv ofuyevaon TNG ailunc.
YynAdtepa, av kot pn tofika, enimeda HbCO umdpyouv oe aoBevel pe OLUOAUTLKA
avatpia. H ewonvory CO and ateAr kavon udpoyovavOpdkwv pmopel va odnynoeL oe
toékn kapBotualpoodatlpvatpia. Onwg kot otn pebawpoodatpvatuia, n dnAntnpiaon
arnd CO mpokaAel voonpotnta Kot Bvnolpuotnta AOyw WoXopiog AOyw HLag apLlOTEPNG
HETATOMIONG TNG KAUMUANG &éopeuong tng ofuailpoodalpivng HE AMOTEAECUA va
HELWVETAL N ekdoOpTwon ofuyovou ota KUTTAPA Kol Toug Lotoug. OL aoBeveig pe ofeia
dnAntnplaon amdé CO avamtuooouv cupmtwpoto amd to KNI kot kapdlayyslokd
ouumTWOTA O0tav Ta enineda unepBaivouv to 20%. OAoL oL cupnTwHaATKolL acBeveic Ba
TIPETIEL VA ATIOUAKPUVOVTAL AUECWE Ao Tepaltepw €kBeon oe CO kat va urmoBdaAlovrat
oe Bepaneia pe ofuyovo. Eav eival duvatodv, ta atopa pe cofapr tofikotnta Ba mpémel

va avtipetwrilovral pe umtepBaplkn xopriynon ofuyodvou f petdayylon avialiayng (1).

AAN\ay£G oTn ouyyEveLla o§uyovou

Onwg avadépbnke mapamavw, ta mpwtovia (HY) kat to 2,3-BPG eival oyupol
aAAooTtepLlkol puBULOTEG TNG ouyyEVELag oEuyovou oe PpualoAoylkd epuBpd alpoodaipla.
AOyw TNC mpovoulakng déopevong toug pe tnv T i «beofu» tetaptotayr doprn tng
alpoodalpivng, LELWVOUV TN CUYYVEVELA yLO TO 0EUYOVO KOl EMOUEVWG HeTATomi{ouv TNV
KaumuAn &éopeuong tng ofualuoodalpivng «mpog ta Se€lda». EKTOC amd KAWVIKEG
TIEPLOTAOELG TIOU 08nyouV eite o of€won eite oe aAkAAwon, To pH Tou MAACUATOC KAl TO
pH Twv epuBpwv alpoodalpiwv pubuilovtal avotnpd oto 7,4 kal 7,2, aviiotolyo.
Avtifeta, ta enineda 2,3-BPG gpubpwv atpoodatpiwv pnopel va mokiAAouv onpovTika
o€ €va gupl pacpa KAWIKWY TAaloiwv. OL aoBevelg e xapnAd emnineda, OnMwg ekeivol
Tou €xouv AdBeL peyAAeC moooOTNTeC gpuBpwv alpoodalpiwv, Ba €xouv auénuévn
ouyyévela ofuyovou, n omoia Ba pmopouce va Béosl oe kivbuvo tnv ofuydvwon twv
otwv. Avénuéva emnineda 2,3-BPG ota gpubpd ailpoodaipla mapatnpouvtal moAU To
ouxva, Kuplwc oe aobBeveig pe kamowa popdr umofiag. Q¢ amotéAeopa, n «befla
HETATOMION» OTNV KAUMUAN Sidotaong tng ofualpoodalpivng eVICXUEL ONUAVIIKA TNV
ekpoptwon ofuyovou OTOUG LOTOUG Kol ETMOMEVWG €lval €vag KUPLOG TPOTOG

avtiotaduwong, Wblaitepa o acBeveic pe ocofapn avatuia (1).
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KepdAatro 4. Zupnepdopata

OL awpoodatplvondBeleg anoteAolV pla and TG TLO CUXVEC KANPOVOULKEG a0DEVELEC.
Jtnv EA\ada umoloyiletal oOtL mepimou to 6-7% Tou TANBuUopoU eival opeig
ueTaAAéewv oe  yovidla TG oaupoodalpivng. H  peAétn koL yvwon  Twv
alpoodalpwvonabelwy, enopévwe, sival olaitepa onuUavikhi. Itnv mapoloa HEAETN
neplypadovtal ol owpoodatpivonabeleg, Sivovtag Wdlaitepn £udoon OTo UNXAVIOUO
avamntuéng kal tn Bepameia autwy.

Ol alpoodatplvomabeleg Umopouv va XwpLotolV o SU0 KUPLEG KATNYOPLEG: TIG
Bolacoalpie¢ mou xapaktnpiloviat amo oAlayn NG E€kdppaong Twv  yovidilwv
alpoodalpivng Kal TIC TOLOTIKEG SlatapoaxéC TG OSoung tTwv awdoodalpvwy. Ot
BoAaocoatpieg xwpilovtal o a- kat B- Bahacoatpieg, avaloyo pe TO av n HETAAAEN
ennpealel ta yovidia tng a ) B aAucidag. Ocov adopd TIG TOLOTIKEG dlatapaxEg, n Lo
KON Kal Tilo KAAQ PEAETNUEVN €lval n SPEMOVOKUTTOPLKY) VOOOC, TTIOU TIPOKAAELTAL Ao
UTTIOKOITAOTOON OHUWVOEEOG OTO £KTO UTOAElPpa tng umopovadag B-odatpivng (BE-
Glu->Val). Qotdoo, €xouv koataypadel mapa MOANEG aKOUA UETOANAEELS TwWV YOVISLwY
odatpivng mou odnyouv o alkayr TG oTtabBepdTNTAC TOU HOPLOU, TNG CUYYEVELOC LE TO
o€uyovo, TnG mapaywyng pebatpoodalpivng Kot TG UETAUETOPPACTIKAG TPOTOMOINoNG
TWV alpoodalpvwyv. Akopa, yivetal avadopd Kal o eMikTNTeG aAAayEC oTn AsLToupyla
NG awoodalpivng.

H Bepamneia twv alpoodalpvomabelwv MOLKIAEL onUaAVTIKA, woTtooo PBaciletal
O€ OpLOMEVEG apXEC. Av n alwpoodalpvortdBela eival Aruag popdng, ocuvAbBwg bev
anatteital kamota Oeparmeia 1 pmopel va 600l cupmAnpwon GuAAKoU offwc r/kat
oldpou avaloya HE TIC OVTIOTOL(EG TIUEC ToU EPEL TO ATOMO. Xe TO Paplég
TEPUMTWOELG, N PEAToTn Oepameia elval n HETAUOOXEUON, WOTOCO QUTH MMOpPEel va
mpaypatonolnBel povo otav umapxel cupBatog §6tng kat dev tibetal o Kivduvo n vyeia
TOU OTOMOU. ITIC UTIOAOUTEC TIEPUTTWOEL Ol O0OEVEIG UTIOKELVTOL OE HETAYYLOELG, LE
ouxvotnta avaloyn HE TG avaykeg kaBevog. Emeldn yevikd ot awpoodatplvondbeleg
eNMNPeAlouV Kol AAAQ CUCTHMOTA OPYyAVWY, CNUAVTIKOG TOPENG oTn Bepameia amotelel
KOLL N CUMTTTWHOTIKA OVTLLETWIILON.

AT TNV mapouoa gpyacia ¢ailvetal n YeYaAn molkilopopdia ToU UTIAPXEL OTLG

alpoodatlpvonabeleg, yeyovog mou Seixvel OTL 6ev QTMOKAELETAL VA UTTAPXOUV QKOWUN
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TLEPLOCOTEPEG IOV akOun dev €xouv tautomnolnBet ) taflvopouvtal Aavlacuéva o AAAES
Katnyopiec Aoyw tN¢ aduvapiag twv StayvwoTtikwv peBodwv va Tig Eexwpioouv. To
ONUAVTLIKOTEPO, OPWE, {ATNHA TTOU TIPOKUTITEL £(vaL TO OTL Ba MPEMEL val YIVEL TEPLOCOTEPN
HEAETN Ooov adopd tn OepamMeUTIK TPOCEYyLON TwV aldoodalpvonabelwy, Kabwg
TPOKELTOL Yl i dlaitepa ouxvr KAWLIKA OvIOTNTa, TOU oL SLoO£oipeg OepATMEUTIKEG
emAoyEg Sev amokaBlotouv To MPOBANUA (EKTOG OO TN UETAPOCYXEUCH TIOU OHWC ival
Hlo €TUAOYR ylo. TIOAU TEPLOPLOMEVO aplBud aoBevwv), alAd Asttoupyolv Kuplwg

UTLEPKOAUTITOVTAG TO TTAPOSIKA.
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