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EvQupomevikég Avatpieg

Avtwvia BAdyou,” Avtwvng Kattdung?

IEPIAHYH: MetoAArdEelg mov odnyodv oe evOLUIKEG QVETAPKELIEG TOV EPLOPOKVTTAP®Y PITOPOVV
v GLOYETIE00VV pE TOIKIAOVG POVOTOHTOVG, OTMG 1| GLOAVTIKY avalpio, N pebopocatpvatpio, 1
TOAVKVTTOPALI Kol TOIKIAEG VEVpoavamTLEIOAOYIKEG dtoTapoyés. H avemdpkeia TG apudpoyovaong
g 6- POGPopikng YAVKONS (G-6-PD) anotelel t cuyvotepn evlupikn drotopoyn kot TpoPdiel Kotd
Kavova pe enelcoota arpoivong. H averdpkeia g mopovPikng kivaong (PK) givar n mo cvyvn kot wo
KoAG peketnuévn evloponddeia tov kbkAov tov Embden-Meyerhof. [Tapovotdlet khvikr avopotoyévela,
pe mpoe&dpyovca, woTOG0, EKONAMGN TN YPOVIL AUOAVTIKT avalpic. Xraviotepeg eviupondbeleg tov
£PLOPOKVTTAPOV EYOVV GTOPADIKT EXIMTMOT KOl TaPOUoLa KAMVIKT ekdnAwon. Ta tedevtaio ypdvia olo-
£vaL KoL TEPLoGOTEPES LEAETES avOSEKVDOVV TIG 1 eVOLUIKEG dpaoels Tav eviDmV TV pudpokuTtdpov
Kot 7o pOAO oL T0, ViDL 0vTA S1adpopaTilovy 6TV KUTTOPIKY HETOVAGTEVGT KOL THV OTOTTOOT).

Haema 2013; 4(1): 66-77 Copyright EAE

EIZArQrd

O 6pog evlupomevikég ovaipieg 1 evloponddeie Tov
YAOKOADTIKOD KOKAOL TV EPLOPOKVTTAPOV YPTGLLOTOL-
gltol yio Tov kafoplopd opadog YPovidv aLOAVTIKOY
AVOLULDV, OPEINOUEVOV GE KANPOVOLLKES OL0TAPAYEG EV-
COpwv Tov gpuOPODL ALOCEALPIOV TOV GUUUETEYOVY KV-
pimg oto petafoiopd g yAokdlng.

To dp1o epOPOKHTTAPO GTEPEITOL TVPTVAL, LLITOYOV-
dpiov kot piocopatiov Kot advvatel vo cuvBécel Tpo-
TEIVEG KOl Mt Kot VoL dpaioTPloooet TV 0EEI0MTIKY
owopopvAinon. To epudpd avtlel Ty evépyeia mov ypet-
aletor yio v S1otnpNoEL TNV aKEPULOTNTO. TNG KVTTOPIKNG
TOV HeUPPAvNG KaL TG GLLOCOULPIVIG OTTOKAEIGTIKG OTTO
70 peTafoMopd g yAvkolng, o omoiog yivetal pe Tpeig
00006 (kbKAovg) (Zynua 1):

o) To yAvkolvtikd kOkAo tov Embden-Meyerhof 1
™V agpoPio 006. Me v 066 avti kaAvrtovtol to 90-
95% tov petaforicopod. H yAvkoln petaforiletor mpog
TVUPOGTUPVAKO Kot YOAoKTIKO 0ED) pe 6E1pd avTidpdos-
®V KOl GUUUETOYN Meydiov apBuol evibuwv. Me tov
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KOKA0 avTo e€otkovopeitat evépyeta vd ) popen ATP,
TOV YPNOYLOTOLEITAL Y10 TIG BOCIKES AEITOVPYIEG TOV EPVL-
OpokvTttdpov, 6TWG 1 JATHPNON TG UKEPULOTNTAG TNG
pepPpdvng Kot Agttovpyia g avtAiog vatpiov Kot acPe-
otiov. Emimiéov 10 ATP dpa cav vrokatdotato tov 2-3
dtpmceoylukeptvikov o&éog (2-3-DPG) yia t dratipn-
01 G€ PLGLOAOYIKA EMIMESD TNG KUUTVANG OTOOECUED-
ong o&uyovou.

B) Tnv 0386 g avaepdPiag yAukdAvong 1 TV ToPa-
mAgvpn 000 ™G PwoEopikng mevtoline. H mapdmievpn
vt 000G TOV HETOPOACHOD YPNOUEVEL Yio TV €&0V-
detépwon o&edotik®mv mapayoviov. Kolvrtel 1o 5-10%
oV petaforcopod g yAvkolng.

v) Tov k0Kkho twv Rapaport-Luebering. Xtov kdxko
avtd dev mapdyetal evépyela, aArd 2-3-DPG, mov de-
opeveTaL 0o T H£C0EVALOCPALPIVT, LLE ATOTEAECHLOL TNV
EAMATTMON NG SEGUEVTIKNG TNG KAVOTNTOG 6€ 0ELYOVO.

To gpvBpoKLTTOPO TPOGTATEVETAL OO 0EEWOMTIKOVG
TAPAYOVTESG, OTMG TO VILEPOEEIDIO TOV VOPOYOVOV, OO
Ta TAovota aroBépata avaybeiong yAovtoBeldovng mov
Stobétel. Yo v emidpaon 0EedOTIKOV Tapoyovioy,
N avoyBeica yAovtabeiovn ofeddvetat. Emavépyetan ¢
otV avaydeica popemn e t dpdon e YAOLTAOEIOVIKNG
avaymydong kot tapovsioc NADPH, mov o&edovtot oe
NADP (Zynuo 1A). Xe nepintoon peioong tov NADP,
gvePYoOmOLEiTaL 0 KOKAOG TNG avoePOPiag yAukoAvong,
omov e T Pondeta g apudpoyovaong e 6-eOEEo-
pKng yAvkolng, n 6-ewceopikn YAvkoln petaforile-
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Ixnpa 1. MetafoAiopdg tng YAukd{ng oto epubpokuttapo. (Yroypauutouéva paivovral ta év{uua Twv omoiwv ETOANGEELG TTpO-
KOAOUV KAIVIKEG EKONAWOELC)

TaL o€ 6 POGPOYAVKOVIKO 05D, eV TapdAAnLo ovdyeTol 0&EBOTIKDV TaPAYOVI®V, OGS 1 AQYN TOEIKGY 0VoLOV,
70 NADP 6 NADPH. X¢ neputtdoeig enidpoong ioyvpdv UETAPOMKDV dloTaPayDY KOl AOIUDEEWDY, O OPYOVIGHOG
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A. BAdyou kat A. Kattaung
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Ixnpa 1A. (Yoypaupiopéva @aivovtal Ta évQUpa Twv oTToiwv HETAANAEELG TTPOKANOUV KAIVIKEG EKONAWOELC)

avéavet Tig dSuvatdtTeg eE0VOETEPMOONG TV OVOLDV LE
gvepyomoinon g avoepoPiag YAKOALOTS.

Agdopévov 611 610 petaforiopd g yAvkoing coppie-
TéYEL évag peyarog aplBpog eviopmv, évoeta otovdnmote
evlopov, kuplog g agpofiag 0dov, pmopel vo TpoKa-
Aéoet dratapayéc. Ormo ouyvég evivpondbeteg etvat tng
avdpoyovacng TG 6-emapopikng yAvkding (G-6-PD)
KOl TNG TUPOCTAPLAIKNG KIVAONG.

1. ANEMAPKEIA THZ AOYAPOIENAZHZ
THX 6-OQX@®OPIKHZ TNYKOZHX (G-6-PD)

1.1. EménuioAoyia

H avendpkera e G-6-PD givar ) cvyvdtepn evioput-
K1 avemdpKeLa pe eKTdpeVo aplipd tacydvimy mepl ta
400 exatoppdpla avé Tov KOGpo'. empeitor 1o mo dt-
a0ESOUEVO HETOAAOYLLEVO YOVIBLO pE KAVIKY onpacio®?.

Etlvat cuyvn otv Aepiki|, oTig xdpeg s Mecoyeiov
kot tng Méong AvatoAng, oty Ivdia, onv Kiva kot 611g
x®pes ¢ Notwoavatolkng Aciag. Avtifeta sivar oye-
S0V dyvmotn otovg TAnBucpovg e Avtikng, Kevepkrg
kot Bopetog Evponng.

Extoc amd 11g petarratels mov odnyovv og eviupukn
avemdpkela, £xovv emiong tavtonombel apkerol moAv-
Hop@Lopol ot omoiot ypnoipgvcay oty avayvapion G-6-
PD amioétum@v. Ot amhdTumTol 0vtol pnoLLoTotovvToL
G€ [a TPOSTAOELD KATAVONONG TNG EEEMKTIKNG 1oTOplog

ToL yovidiov g G-6-PD. Meketdvtag n oyéon ovapesa
GTOVG JPOPOVG ATAOTHTOVS, KOIIKOTOLDVTAS TLG YEVE-
TIKEG AAANAOVYIES TMV TOAVLOPPIOUDV KOL YPOVOAOYD-
vtag Tig cuvnBéotepeg LeTaALdEeLS YiveTon TpoomdOeia
YPOVIKNG GUGYETIONG AVALESO GTNV EMIMTOOT) EAAEWYTG
Tov evihpov Kkat g ehovooiag og kGO Teployr’.

Mikpotonikég mANBVGLOKEG KOl EKTETAUEVES ETLON-
LoAoyikég peéTeg og H1apopovg TANBLGLODE, KaBMS Kot
TMEPAUOTIKES EpYacieg £de1&av OTL 0L POopeic TG avemip-
kewg e G-6-PD éyovv mpootacio évavtt Tng ehovooiog
Kot ThavoTata To VYNAS T0G00Td Popeias va opeiletal
KOl G€ PULGIKT EMAOYT Evavtt TG grovociogt®.

Extetapéveg emdnpioroykésg Epgvveg otv EALGSa
KaTESEEY LeYdAN ETEPOYEVELD OTNV YEOYPAPLKT KOTO-
vour| g avendpkelog e G-6-PD (amd <2% éwc ko
>15%) ko cuyvotnTa Yovou yopw oto 4,5%'!.

1.2. Bioxnueia

To évlupo givar evepyd ¢ TETPAUEPES N WG SIUEPES
avéroya pe to pH. To kGOe povopepéc amotereitonl and
dvo topeic: To N-tehcd topéa (apvo&éa 27-200) ko évay
peyordtepo fta topéa. Ot dbo TopEeic GuVIEOVTAL LE pLa
a Edko (apvo&éa 198-206)12. H kpvotadhikn dopun g
G-6-PD &yer mhéov amotunmdei pe Aemtopépern’. H G-6-
PD Bpicketal o€ 6Ao T0 avOpdmiva KOTTOPO OAAG 1) EV-
Copikn g dpaoTnproTTa TOKIAAEL 0md 10TO G€ 10TO.
Kataidel v npdt avtidpacn tng 0800 TG avoepoPi-
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0G YAUKOAGNG, TG POOPOPIKNG TEVTOING KOl EMLTPETEL
T Hetafoin s 6-poEoptkng YALKONG oe 6-pmapo-
yYAvkovikd 0&p, pe mapdAinin avoyoyn tov NADP og
NADPH (Zympa 1B). To mapaydpevo NADPH etvar o
KOPL0g 60TNG OVT®V VOPOYOVOL Yo TOAAES eVELUIKES
AVTIOPAGELS, CUUTEPIAAUPAVOUEVOV KoL TV OVTIOpAoE-
®V OV TPOCTOTEVOLY TA KVTTAPA and 0EEWWTIKES EML-
dpdoeig kat Kupimg yio TV avay®yn e yAoutadedovng.

H avaybeica popen g yAovtabeidovng ivar amapai-
TNTN Y10 TNV 0VAy®YR TOL VIEPOEESION TOL VIPOYOHVOV
Kot TV eEAevBEpv pLidv Tov 0&uydvovu Kat yia T droTi-
pNOT TNG ALOGPALPIVIG KL TV VTOAOIT®V TPMOTEIVOV
Tov gpubporvtTdpov otnv avaybeica tovg popen. Ka-
0dg ta epubpd apocaipio de drabétovy ptoyovopLa,
N 000G TG POSPOPIKNG TeEVTONG amoterel T povodt-
kf yn NADPH. T to Adyo avtd, 1 dpova tov gpo-
Opokvttdpov évovtt oTig o&edwTikéc PAGPes eSapTdTal
amd v G-6-PD'". Mewwpévn ovykévipoon ovoydei-
oag yAovtabeldovng enttpénet GOpoion vaepoeldiov Tov
VOPOYOVOL KOl EAEVOEPOV LDV, 0ONYDVTOS OE TAPOY®-
M nebatpoocoaipivig, EVOOKLTTAPIO KATAKPNULVION TG
apoocealpivng kot oynpaticpd copatidiov Heinz, tov
TPOCKOAADVTOL 6TN pepfPpdvn tov gpvbpoxvttdpov. H
TPOGKOAANGN OLTH EMPEPEL dlaTOPO)T OTN AEITOLPYin

™G HepuPpdvng, ackel 0EEO®TIKY OpAoT| GTN OTEKTPIV
™G HEUPPAVIG, HELDVEL TNV TAOCTIKOTNTO TOL €pLOPO-
KUTTAPOV KOl OLEVKOAVVEL TNV TTOLYIOEVOT| KOl KATUGTPO-
¢M TOL 67O OTAN VAL,

Me Bdion 15 ProynUikég Kot NAEKTPOQOPNTIKES 1010-
mreg €yovv meplypagel Tove omd 300 TapaAilayic Tov
€v{OLLOV, 01 TEPLOGOTEPES YOPIG 131aUTEPT] KAVIKY| OTLL0L-
ola!>1%. Ao KhMvikng Ko BLoynukng andyemg ol Tapai-
Aayég e G-6-PD dwympilovrar og 5 opddeg (Iivaxag
1). To puclodoywd éviopo meprypdopetoar wg G-6-PD
B(+), avimrpoconedel To cuyvotepo tHmo Tov evihov
KOl AovTaToOL 6 OA0VG TOLg TANBLGHOVG. ZTnv Aept-
K1 glvat cuyvog Ko €vag GALOG TOTOG PLGIOAOYIKOD V-
&opov, o G-6-PD A(+), mov avevpioketar 6to 16% tov
TANBvopov. O THTOg 0VTOHG £XEL TOYOTEPT NAEKTPOPOPT|-
TIKN KynTikdTTa and tov B(+), cuvodevetar and eha-
opd younAdtepn eviupikn dpacTIKOTNTA, Kot 6T SouN|
TOV VIAPYEL UVTIKATAGTAOT VOGS apvoEEog oty Béom
126 (126: Asn->Asp)"".

Ot TopaAroyég OQEIAOVTAL GE LOVIPELS OMUELOKEG
petaArdEeic 1 oe pkpd edheippata 3, 6 19 Phoswv ot
dopn tov yovidiov g G-6-PD, mov £dpdletal 6To TEhO-
uepido Tov ypopoohuatog X, otn (ovn Xq28!71°, ra-
vi0tepa, VITapyel Kot devtepn petdAraén oe 0<on cis?2.

Agudpoyovdon g 6-puoopikig YAvkolng

(G-6-PD)

6-DGEOYAVKOAUKTOVAGT

6-Pwspoyivkovikndsiidpoyovaon

(6-PGD)

6-pomoopiki] Yhokoln

6-pWoQOYAVKOLUKTOVY]

6-pmogoyivkoviko o0&

S5-pwo@opikn prfovioln

6-pc@opiki @povkToln

A J

A J

/— NADP

—» Zynua lA
‘N NADPH

A J

Ixnpa 1B. Mapdmieupog 086G TNG WOPOPIKAG TTEVTONG. (YToypapiopéva @aivovtal ta £v{upa Twv omoiwv HETAAAEEIG TTpo-

KOAOUV KAIVIKEG EKONAWOELG).



70 A. BAdyou kat A. Kattaung

Mivakag 1. MoAupop@iopdg Tng G-6-PD

Ouasda KAwvikn Eikova Ev{uuiki ApacTikotnTa Ap1Ou6¢ Napalhaywv
| Bapia (XMZAA) <20% 94

Il ‘Hma <10% 114

1} ‘Hma 10-60% 110

v Quololoyikn 100% 52

Vv Quolohoyikn >100% 2

ETT{ TOU PUCLOAOYIKOU

emi ouvolou: 372

IMZAA: Zuyyeviic Mn Zeaipokuttapikr AloAuTikr Avaipia

Kinpovopeitatr cav puiocHvoeTog VITOAETOUEVOS Y0P~
KTHPOG. 2T, ayOpLe VILAPYEL TANPNG EKQPaCT TNG EVELUL-
KNG AVETAPKELNS, EVA 6TA £TEPOLVYN KOPITOLO VTTAPYOVY
300 VTOONAJEG KUTTAPWV LLE TATPT AVETAPKELR 1] UG-
0AOYIKN €KQPOOT] TOV EVEVOV ADY® TNG Adpavomoinomg
&voc and ta 600 X ypopocdUATe, COUPOVA tEe TNV Oe-
opia ¢ Lyon. ITapdro mov ta etepoluya kopitoia, Ko-
T4 P€Go 6po, £0VV NIIOTEPT KAVIKT] GUUTTOHOTOAOYIO
amo ta. ayopa pe EAhenyn G-6-PD, kdmota avanticcovy
Bapeld oeio opolvtikn avorpio?.

Ot petadAGEelg TpoKahovV KUPImG TOLOTIKES Kot Oyt
TOGOTIKEG draTapayé ot ovvesn Tov eviOLoV. ATOAL-
TN TOGOTIKY| £VOELD -G€ avTIOEDN e TOLOTIKY| TAT PN OlveE-
TAPKEW- TOL EVODLLOV deV EXEL TEPTYPOPEL.

O pecoyetokdc tomog B(-) amavdrtol kupiog otig
LEGOYELOKEG YDPES, ot Méon Avatol) kot oty Ivdia
Kot opetheTon og petdAratn oto kwdkovio 563 (C->T),
OV TPOKAAEL aVTIKATACTACN £vOG apvoEéog ot Béon
188 (Ser->Phe). O pecoyetaxds TOTOG GLVOOELETAL ATO
TANPN oxeOOV OVEMAPKELD, KL EIVOL O TTLO GLYVOG GTNV
EALGSa*. O tHhmog A(-), TOv 0TovTAToL GE GTOUO apPL-
KOVIKNG Tpoérevong (o€ mocootd €mg Kat 20%) Kabdg
KOl G€ LEGOYELNKOVG TANOLOUOVG, 0peideTal G EMTPO-
60e1n PETAAAAEN TOV PLGLOAOYLKOV TOUTTOV A, KOl TOPOV-
cdlet pepikn dpaoctikdtnta g TéEemg Tov 5-15% tov
@VGLoA0YIKOD". Xg TOAAG Kpdtn pe vynAn cvyvoTHTA
POPEMV avemapKeLlog Tov vEOpoL, OTtmg kot otnv EALY-
da, yiveron padikog ELeXY0c TV veoyvav's.

1.3. K\ivikn Eikéva

H mAetovomto tov atépwv pe avendpkeia g G-6-
PD dev gpgavilel kKhvikég exkdnAmoelg, 1dtaitepa 6TV
TPOKELTOL Y10 TOPUAAAYEG TOV eviDIOV TOV TOTOV TV
opddwv IV-V. Atopa pe Bapid averdpreia opddag II,
epeavifouy KMVIKG cupmtdpota oEeing aporvong, oty
GLVVTIAPYOVV EO1KEG GLUVONKES, OTTMG 1) VEOYVIKN NAIKia,
1N XOPNYNON OPICUEVOV PUPUAK®OV Kal TOEIKDY OVGIDV,
ot AodEetg, n o&Emon 1 GAleg petaforkéc dtatapayss.

Katd kavova 1 aipdlvoon avippomeital Kot cuyva mo-
pépyetal amapatnpnn. Ot KMVIKEG EKINADOELS TNG Olve-
napkewa g G-6-PD eiva:

1.3.1 O&eia aipoAuTikn avatuia

H mo ovyvn exdniwon g avendpkelag g G-6-PD
glvar n epeavion o&eilog apdAVoNG o€ TEPMTMOGELS EMi-
dpaong 0EEWBOTIKMY Y10, TO EPLOPOKVTTAPO TAPAYOVI®OV,
omwg M éxbeon o€ d1dpopovg eEwyevelc Tapayovtes Kot
KupIlwg ANy optopéveov eapudkov, BpdoT Koukidv (Ko-
OLLGHOG), KOAOMG Kol OPIOUEVEG AOIUMEELS.

ZrUeldVOVTOL OTL TOAAG PAPLLOKA TTOV €YoV OPYIKA
gvoyomowm el g SuvnTika aitio apdivong amodeiydnie
TeMKE Tog etvar teheims afda Kot pTopohy vo ypnoLo-
motovvtot. Ta KupldTepa PApLLOKa KOt Ol OVGIEG TTOV dL-
VNTKE PLTopoHY VoL TPOKOAEGOVV ALLOAVGCT) GE GITOLLOL LUE
averapke G-6-PD avagpépovtat otov mivaka 2°.

Eivou mAéov kovn memoifnom 6Tt 0 Koo oG cuvoée-
ToL GLYVOTEPQ LLE TO Mecoyetaxd Tomo EAlenyng G-6-PD.
Kvapopé dev Ba avantoZovv 6Aot ot acBeveic pe EAet-

Mivakag 2. Ta KUPIWTEPA PAPHAKA TTOU amodeSely-
pHéva mpokaloUv alpdAucn o€ aoOeveic ue avemdp-
K&l G-6-PD.

Acetanilid

Isobutyl nitrite

Methylene blue

Naphthalene

Nitrofurantoin (Furadantin)

Phenazopyridine (Pyridium)

Phenylhydrazine

Primaquine

Sulfacetamide

Sulfamethoxazole (Gantanol)

Sulfanilamide

Sulfapyridine
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yn G-6-PD petd amd Bpdon kvaumv. Akdpo Kot 1o id1o
dtopo pmopet va avtidpacetl ompoPrenta, KATL TOL VITO-
dMAdver v vapén Kot GAAOV TopayovTev Tov CLUPAA-
Aovv otV avamTLEN AVTNG TNG dlaTapayNS. AVApEsa GE
0VTOVE TOVG TOPAYOVTEG TEPIAAUPAVOVTOL 1) KATAGTOON
g vyeiog Tov acbevolg Kot 1 TocOTNTA TOV KOVKIOV
oV KoTovaAdOnkav. O koopopdc propei vo exdnAimbel
HEeTa amd Bpdomn ENpdv 1 KOTEWYVLYUEVOV KOVKIMV, OAAAL
cvvnBéotepa mapovotaletar Letd and Katavalwon epé-
okov kvapwv. Exiong, Onidlovta Bpéen tmv omoimv ot
UNTEPEG KATAVAADGOV KOVKLA avVTILETOTILOVV Kivouvo
apdivonc. H datapayn avtn eival cuyxvotepn Katd tnv
mePiodo TG GLYKOUIING TV KVAU®V.

H vtifwcivn, n woovpapiin kon n kovPikivn Bempei-
Tl TG eivan To&kd cLOTATIKA TOV KoLKV, Ot 0vGieg
aUTES AVEAVOVVY TN SPAOT TG TAPAKOLYNG TG LOVOP®-
GQOPIKNG €EOENGC, TPOKOAMVTAG OUOAVGON GE GTOO [LE
Eewyn G-6-PD*.

Ot AOUADEELS ATOTEAOVV TUTKNY oLTiot ALOAVOTG GTO
dtopa pe EAdewyn G-6-PD. Xvyvdtepa evoyomolovvtal
ot 10 ¢ nratitidog A kal B, o kuttapopeyoroioc®, o
TVELHLOVIOKOKKOGKOL O TVQOENG TupeTdc. H Papdtn-
T TG opdivong eEoptdral omd ToALOVS TAPAYOVTEG,
GUUTEPIAAUPOVOLEVIG TG POPLLOKEVTIKNG OY®YNG TOV
0.60gvo0g, TG NIATIKNG TOL Asrtovpyiag kot TG nAkiog?,

O akpiPng unyaviopods Pacel Tov omoiov 1 awéné-
vn gvatoBnoio oto o&eWdmtikd otpeg 00MYel og opdAv-
on dev elvarl amdAvta Kotavontds. Emmpdcbeta, dev
glval yvoot) n akpipig aArniovyio Tov yeyovotwv ard
v ékBeon otov ewyevn oTPEGGOYOVO TOPAYOVTA LLE-
XPLTNV opdAvon.

Zuvodd copmtdpate TG otpdAvong eivat n @ypoTn-
Ta, M avnovyia, 1 Katdntoon, o Anbapyog, To erappd
TOPETIO, TO KOTMOKA GAYY, KO Ol YUGTPEVTEPIKEG O10TOL-
poyéc. e Paptd apdolon TOPATIPEITOL LOKPOGKOTIKY|
apoceaplvovpia Kot IKTePOg, TOL OTOTEAEL KOl TO KOPLO
0l{TI0 TPOCAYMYNG GTO VOGOKOUELD. ZTAVIH KOl GE TOAD
Baptéc kataotdoels o acBevig umopet va KotoAnEet and
oAMyouutkd cok. Ne@pikn averdpkelo and v abpda ot-
Hocatpvovpio givat aitepa omdvio oto Toudid. H at-
poéivon avtomeplopileTal Kot VIOY®PEL AVTOUATA LETA
TNV GpoT TOL EVOYOTOMTIKOD TOPAYOVTA, EVO 1) OLLLATO-
Aoy e1KOVa ToV acHeVODG ETOVEPYETAL GTO PUGLOAOYL-
k6 yopic petayyioeig, petd amd 3-6 gfdopddes.

H S16yvoon vrodeikvietat amd 10 16TOPIKO TG TPO-
ooatng ékBeomng oe 0&edmTIKOVG Tapdyovteg. Ao ta
EPYACTNPLOKG EVPNLLOTA CNUELDOVOVTOL: OV, OUKTL-
0epLOpoOKVLTTAPWOT|, VIEEPYOAEPLOpIVOLLia (EpULEGOD TO-
TOV), YOUNAT CUYKEVIPWOOT| OTTOGPOLPIVIG GTOV 0pO Kol
apooceatpvovpio. H popporoyia tov epubpokvttdapnv
glval ouYVA EVILTOGLOKN LLE AVIGOKVLTTAPMOT), TOIKL-
AOKLTTAPMOT|, TOAVYPOLATOPIALN, copdtio Heinz, kot
KOTTOPA LE AVIOT] GLYKEVIPWOOT TNG ALUOGPUPivG GTO
NUIOL TOV KVTTAPOL KOl GTEVY] GUVIEST TNG LE TN HEM-

Bpavn pe amotéheopo va epeavilovtol Mg «EKKEVTPOKDT-
TAPOY, «NU-PAVTAGHOTOY, «diypouor. H avtipetdrion
™¢ o&elog apdivong eEatopikevetal. Epocov givat
duvatdv amopakpOVETOL 0 EMPAPLVTIKOC TAPAYOVTOC.
Paydaio 1} GNHOVTIKN TTOOT TG GLLOCPALPIVIG KOt Ol
HOSVVOUIKA ETNPEOCUEVT] KAVIKT] KATAGTOOT OTOLTEL
HETAYYLoN OipLOTOC.

1.3.2 Neoyvikog Iktepog

Agdopéva oo P GEIPG LEAETOV Sl VOUV OTLTO EVal
Tpito TV dppevev Ppepmv pue coPapd VEOYVIKO IKTEPO
&xovv éddetyn G-6-PD. H élhewyn givon Aryodtepo cuyvn
og Onfhea veoyva pe ixtepo?’. O iktepog mapovotdleTan
t0 1° e 4° ewootreTpdmpo Long, TapdLLOLd LLE TO PLGLO-
AOY1KO VEOYVIKO IKTEPO, AAAG OPYOTEPQ YPOVIKA OTTO TOV
iktePo AOYm acvuPototntog ABO 1 rhesus. O kepvikte-
pOG, AV KOl GTAVIOG, LITOPEL VL 00Ny OEL OE LOVILLES VEV-
poroykég BAGPeg av dev avTiueTomioTEL eyKaip®c®?.

H cuyvotepn epgdvion veoyvikod iktépov cuoyeticOn-
KE L€ TNV TOPOVGIO, TOV LEGOYEIKOD TOTOL TNG AVETHP-
Kewg Kot Exel meprypapet kupiog otnv EALGSa, Zapdnvia,
Tovpxia kot NA Acio*™. EmPapovticd poro oty gp-
@AvioT veoyvikol Ktépov mailovv 1 avo&ia, n o&éwon,
ot Aom&elg kat dtdpopot eE@yeveilg mapAyOVTEG, OTMG
N €kBeon oL veoyvol o€ vaeOoiivy Kot 1 Ayn GovA-
Qovod®V amd T untépa. O iKTepog, 0TI TEPIGGOTEPES
TEPITTMCELG, QaiveTal Vo 0PeiLeETAL TEPIOGHTEPO OE NTTOL-
TIKN SVGAEITOVPYLO KOt AMYOTEPO GTNV KATAGTPOPY| TOV
gpvBpoxvttdpmv. Eivar mhéov yvootd 01t ta enineda ot-
Roc@atpivng Kot 0 aptBpds Tv StkTvogpuOpoKLTTAP®Y
TOV VEOYVAOV aVTMV VAL YEVIKG GUGLOAOYIKE. XpNGIUO-
TOLOVTOG GVYYPOVES TEXVIKES £XEL OMOOELYTEL TG LITAP-
YEL LOVO [iaL pkp], Gvew onpaciog eEAATToor Tov xpdvou
Cong tov epuBpokutTdpmv 1 omoio propet vo cupPaiet
HOVO 6€ KPS TOG0GTO TNV avATTLEN TOL IKTEPOL2,

Emonpaivetal 6Tt 0 éheyyog g SpacTIkOTNTOS TNG
G-6-PD o¢ veoyvikd mpoypdupata dev €xel TPAKTIKO
OTOTEAEGLO. OTNV TTPOANYN TOV VEOYVIKOD ikTepov. O
VEOYVIKOG TKTEPOG OVTILETOMILETAL OTTMG KOl 1] VIEPYO-
AepvBpuvarpio amd acvppatdtra Rhesus kot ABO yu
amoQUYT EYKEQOAMKNG PAAPNG He pmTobepameia 1/kat
agatpacopetayyicels.

1.3.3 Zuyyevn¢ Un 0QAIPOKUTTAPIKN
QIMOAUTIKA avatuia

H hvuen avti cvvdpopn cuvdvdaletat e opiopé-
VOUG GTAVIONG TUTOVG avemdpkelag TS opddas 1. Tlept-
0TOoWKE GUVOLALETAL [LE TOV KAOOLKO LEGOYELOKS TOTO
B(-), aArd oTic TeputTdoelg avtéc mbavoloyeital 1 ov-
vOmapén kot aAAng dwatapaync. H opdda avtr powalet
G TPOG TIG KAVIKEG EKONAMGCELG ILE QT TOV EVELIKOV
Swtapoydv g aepofiag yAvkdivone. Mropel va epeo-
viotel pe avopio kot iktepo amd T veoyvikn nepiodo. Ot
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acBeveic Tapovotalovy ¥povio GOAVTIKT OvaLLio, Tov
glvat kotd kavova e, H apdivon dvvotor va emidet-
vobel kotd v didpkelo Aotudéemv. ATAaoTiK Kpion
kot cofapn avayio propel vo LavioTtel petd and Aoi-
poén pe mopPoio B19 1 kot GAlovg 100g. Zvyvd, axdua,
TOPATNPEITAL SIOYKWOGT TOV GTANVOL KOl VIEPCTANVIGUOG.

H avtyetdnion tov acbevaov pe cuyyevn un ogat-
POKVTTOPIKT OLUOAVTIKY ovaipio ToKiAAeL avarioya e
v Papoutnta g avopiog. Xe Papld avarpio ot GuyvEég
petayyicelg aipatog etvon amapoitres. e nmOTEPES Ko~
TAGTAGELS, APKEL 1| GLYVI TapaKoAoVON G KoL YopNyNon
@UAKOV 0&E0G, KOl TEPIGTAGLOKES LETAYYIOES OE TEPL-
TTOOELG OTAACTIKAV 1 CUOAVTIK®V Kpioe®V. AVEKOOTEG
gumelpieg vrootnpilovy 4T oIANVEKTOUN Hropel va Po-
nonoet acbeveic pe Papid avorpio | VEEPSTANVIGUO, OA-
G exteTOUEVEG HEAETEG AgimovV.

1.4. Aiayvwon

v oela @don, n avendpkela e G-6-PD mbavo-
AOYelTOL e TOV OMOKAEIGHO OAA®V OITIOV OLOAVTIKNG
AVOLLLIOG KOIL TN (POVIKT GLOYETION HE TNV £KBeoT oTov
emPapuvtikd Tapdyovta. Mopporoyikd, img e edon
aoAvong, Ta pubpokidttapa propel va epeavifovy co-
patio Heinz ko avopodo meplypopipia kot eupeio ovmpLo-
AN o0y, oav VoL EYEL OTOKOTEL £VOL KOLLLLATL TOV KUTTAPOL
(bite-cells). Empefaidvetot pe Tov T0G0TIKO TPOGOLOPL-
opd ™G eVEUUKNG SpACTIKOTNTAG.

M oelpd TEXVIKAOV YPNCLLOTOIOVVTOL Y10 TOV TPOC-
dopiopd g dpacTikdOTNTag TOL evivpov in vitro. Ot
TEYVIKEG TOV GVVOVALoVY TV avaywyn Tov NADP pe
(PUCLLATOHETPIKT HETPNOT, LETE OO PLYOKEVTPNOT) TOV
delypotog yio 1o S1oy@piopd TV VEOV 0nd To YEPAUCLLE-
vo KOTTopa, eival kot ot o evaictnteg kot ewdwég. H
oploTik ddyvmon Paciletar 6Tov VTOAOYICUO TG EV-
Copkng dpaoTnploTNTOG LEGH TOGOTIKNG PAGLLATOPMTO-
HETPIKNG ovéAvong Tov puBuod mapaymyng NADPH and
NADP. AnAég Ko yp1iyOpEG NUTOGOTIKES TEYVIKES, TOV
YXPNOLOTOLOVVTAL GOV aviyveLTikég LéBodot (screening),
ompilovtal oty aviyvevon g topaywyng NADPH pe
@Bopiopd Tov NADPH 1 pe ypootikn 1 pe evdoepubpo-
KUTTOPIKA oTOLYEl, 1} OTNV TPOANYT KATUGTPOPNG TOV
KUTTAPOV KOl TOPAY®YNG TPOTOVTIOV 0todounong®. At-
apopeg dAreg numocotikég péBodot £xovv avamtuydet,
ATONTEITAL OULMG ETAVEAEYYOG LE LI OO TIG TOGOTIKEG
peBddovg mpog emPePainon evog TaBoroykol omoTelé-
opotog 78, Tty a&loldynon ToV anoTEAECHATOV TPETEL
vo. cuvomoAoyifovtat d1ipopot TaPAyoVTEG TOV PTOpEl
vo DGOV YELIN ATOTEAEGLLOTAL, KO KOPLOL 1) NAIKIO TOV
£pLOPOKLTTAP®V, [LOL KOl EIVOL YVOGTO OTL 1) dPUCTIKO-
Tnta Tov evOOLOV HEWMVETAL LLE TNV NAKIN TOL KUTTAPOV.

H pelém tov e1epoluymtdv [Le TOGOTIKEG TEYVIKES
etva epukt ko divetl anoteréspota oto 80-90% twv me-

PITTOGEDY LETAED TOV TILDV TV PVCLOAOYIKOV KOl TOV
TacyovTeov. H PeAéTn TV Qopémv e KOTTOPOYNLUKEG
pebddovg (0mmg pe v pébodo Tov TeTpaloriov) pmopel
VoL OVIVEVGEL OO0 KO £VOL LUKPO TTOG00TO (®G Kot 5%)
gpubpoxvttapmv pe avemdpkeia g G-6-PD.

H avantoén anmidv poplokdv doyvootikov pedo-
dwv (PCR, dpeco sequencing, denaturing gradient gel
electrophoresis), emxitpénel TV ovayvOPION CLYKEKPL-
HEVOV HLETOAAGEE®VY. AVTO dlevkoAbvel To Laltko Eleyyo
mAnBououmv (screening), TNV LEAETT OLKOYEVELDV KoL OTLA-
via 6€ TOAD Bapeld voco, TV TPOYEVVNTIKY didyvoon®.
Ot cuyvotepeg petarratels (Mecoyewokn, A—, Seattle,
Union) uropodv ypiyopo va aviyvevBovv pe eviopukn
avaivon petd and evioyvon pe PCR tov katdAiniov
géoviov g G-6-PD*,

Xy wpdén, Oa mpémel va yivetar EAeyyog yio EAAEL-
ym G-6-PD 6tav pa o&eia appdoivomn tupodoteitor omd
éxbeom o€ yvootd eappoko, Aoipwmén 1 fpoon Kudpoy
1660 o€ MOdLl 0G0 KOl oe eVIAKES, WOimg edv TPoép-
yovtol and v Aepikn, ™ Meosodyeto 1 v Acio. Emi-
nmpocbeta,bo mpémel va eléyyovral pén (18iwg appeva)
OLKOYEVELDV OTLG OTOLEC TAPATNPOVVTAL GUYVA EXEIGOIL
KTEPOV, oA VOpEYaAiog 1] yoloABiaong. Neoyvad pe Po-
PO veoyVIKe IKTEPO, WIMG oV EY0VV APPIKOVIKT KATOY®-
YN 1 TPOEPYOVTAL OO YDPES TG Mecoyeiov, gival ToAD
mBovo va Exovv Elreryn G-6-PD*.

2. ANEMAPKEIA THZ NYPOXZTAO®YAIKHZ
KINAZHZ (PK)

H avendpkewo g PK givar n) o ocvyvn kot mo Ko-
A6 peletnuévn eviupomdOeto Tov kHkAov Tov Embden-
Meyerhof. H vococg éxst maykdoo oAAd avopoloyevi
katavoun. [Hoapovoidlet enintwon 1:20.000 yevikd ot
AgVKT ELANY.

Ytov dvBpwmo Exovv meptypapel técoepa 1odvivpa
LLE SLUPOPETIKEG NAEKTPOPOPNTIKES, OVOCOAOYIKES Kot Bi-
OYMIUKES 1O10TNTEG TTOV EKPPALOVTOL OE SLAPOPOVS LOTOVG
Kot wapdryovton amd 2 dtopopetikd yovidw (PK LR «ot
PK M). O tomog L-PK, mov Bpicketat 6to Nmap Kot o to-
mog R-PK tov epubpoxvuttdpmv, mapdyoviot omd to id1o
yovidio, mov edpaletat oto ypmpodcopa 15q22. O Tomog
L-PK amoteAeitan and técoepig L-vmoopddes, evd o t0-
no¢ R-PK am6 600 L-vmoopddeg kot 6vo L-vmoopddeg mov
£€YOVV VITOOTEL TPMTEOAVOT| KATA TNV S10(pOPOTOINCT TV
gpvBporvttdpov (L7). H PK katalvet thv avtidopaon: eo-
cpogvoromvpovPikd o&L + ADP 6 mupovfikd o&p + ATP.

H avendpkelo e PK kAnpovopeitar pe copaticd
VROAEWTOEVO TPOTO Kot £XOVV TEPLYpapel TV amd 100
LETOALAEELS GTO YOVidLo, Tov TteptlapPfdvouy eAdeippota
YOVOL KOl OMUELOKES LETAALGEELS, TOV 0ONYOVV gite OF
STopoyég TG LETAPPOAONG TOV Yovidiov gite oty mo-
POy VTOOUAS®V, IOV gival EVAAMTEG G TPWOTEOAV-
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omn M mov givar aotabdeig kKo koTtaoTpEéPoval evkolo >,

Méypt otiypung dev €yl GOQ®OG AmodeL Tel 1 KAVL-
K1 GLGYETION OVAUESH OTO €100G TNG HETAAAAENS Ko T
Bapdnta g apdrivong™4. Tlapdra avtd, n TpdGEATN
TAPAYOYN OVOCLUVIVOGUEVNG LETOAAAYLEVT|G TPWTETVIG
g avBpamnelog R-PK éyet fondnoet oty katavonon g
eMIOPaONG OV EMPEPOLVY 01 AALOYES BECEDV TV OLLVO-
EEmV oTIG LOPLaKEG 1310TNTEG TOV EVEDOV, KAOMG KoL 0T
GLGYETIGN TOV YOVOTLTIOV LE TOV KMVIKO QavOTumo?’48

Avapeca oTic LETOAAAEELS TTOV £X0VV TEPLYPOPEL £
TOpa oto yovidio PK-LR gene,*2 i) 1529A eivon n mo
ovyvn otig HITA kot 6t Bopeta ko Kevrpuny Evponn.
H petddhaén 1456T kuprapyel o Nota Evponn ko n
petodhoén 1468T oy Acia®. Yrdpyovv evodeitels, amd
HOPLakéG HEAETEG, OTL Eval PapD ALLOAVTIKO GOVOPOLLO G-
xva oyetiCeton pe draomaotikég (disruptive) kot mopep-
punvevoueg (missense) petaArdtelg mov oyetiCovron pe
70 gvepyd TNpo N TN dopikn otabepdTnTa TG TPWTEL-
wc¥. Avapeoa otic Boaplég TopepUnVeDoIUEG LETAAAG-
&etg, 1 994 A (Gly332Ser) givan o amd tig cuvnbéotepeg
otnv Kavkdoa guAn kou pmopel va suoyetietoat otnv
opoluyo popen g pe evéountpio Oavarto®s.

H averdprkeia g PK wpoxalel avénuéves ovyke-
VIpOOELS o€ evolapesa petafolikd tpoidvta. ITo ovyke-
kpyéva, ta enineda tov 2,3-DPG givar avEnuéva katd
2-4 popég Ko 001 Y00V G LETATOMION TNG KOUTOANG TG
GUYYEVEWG TNG AUOCPALPivIG TTpOog To 0EVYOVO TPOG To.
de€1d, pe amotéhespa v avénpévn mapoyn o&vydvov
67006 16700,

Kiwin ovpntopotoroyio tapovcialovy ot opolv-
yoteg kot dimhol etepoluydteg petarratewv g PK. O
Badpog e apdAuonc motkilet Kot KOHOIvETOL 0d NTTLEG
N TAPOG OVTIPPOTOVLEVES LOPPES LLE vaLpio Tov dtoryt-
YVOOKETOL G€ PeydAN NAKio, LEYPL KoL OTEMNTIKT] Y10, T
Com veoyvikn avoio, Tov amoitel apotpaEopeToyyioelg
KOl gV ovveyeio ouveyn vrootpiEn pe petayyiosic™. Xe
OTAVIEG TEPIMTMOCELS EXOVV TEPLYPAPEL TEPIGTATIKA EL-
Bpoukod voOpoTa Kot veoyvikoh Bavdtov, 18ing ce aobe-
veig opdluyovug yro undevivikég (null) petoddaéelg, Tov
TOPOVGIALOVY TAYPY OTTOVGTR AELTTOVPYIKAG TPWTEIVNG*E,

Ot opairary€g Tov evEOILOV TOL TPOKOAODY OVETAPKELDL
TaPoVolalovV aVAOAT NAEKTPOPOPTTIKT KIVITIKOTNTA,
Kot Broympiky Kwntikn cvpumepipopd. Ot etepoluymteg
nmapovoildlovv eviupiky dpactmpiomta 50-70% tov Pu-
GLOAOYLKOV, KOl KaTE Kavova £XOVV GLOLOAOYIKO KAVL-
K6 PaVOTLTO, EVO GTLAVIO LTOPEL VO TAPOVGLAGOVY NTTL0L
OHOAVTIKNY avoLpioL.

To eninedo ™G aposeapivig Kupaivovtor cuvnmg
peta&o 6 ko 10 g/dl, aAld n avopio sivotl kaAd avektn,
Kupimg AMdy® TG avéEnuévng amddoons 0Euyodvov 6Tovg
101006, Ta ductvogpvBpoxvtrapa kupaivovtot and 5-10%
péxpt 30-90% orovg ominvextopn0évres acBeveic. H pop-
poloyia Tv epuBpmdV yapokTnpiletor amd LaKPOKLTTA-

POG, TOAVYPOUOUTOPIAI, TOPOLGIO SUKPVOKVTTAPMV.
Metd v orinvektoun mopovctdlovol exvokdTTapa,
KoL EMLTEIVETOL 1) TTOAVYPOHOTOPIAIDL.

Ot acbeveig e aUOAVTIKY avatpio oV VITOPAaAAo-
VIOl 6€ CTTANVEKTOUN TTopoLGtalovy peimon tov Pabpod
atpdivong kat fertioon g avolpiog, evd 0Tmg Tpoa-
voeépnke mapovctdlovy VYNAGTEPA TOGOGTA SIKTVOEPV-
Opokvttapov (AEK) and 6t elyav mtpv T crAnvektou).
H mopotmpnon avt vrodnAdvel 0Tt yvdon Tov £X0VIE
TAve ot pYOUIOT TNG ALOTOINONG KOl GTNV KIVNTIK
TOV J1KTLOEPLOPOKVTTAP®V TTapapével ehdewtng. ‘Eyet
npotafei n vdOeom 6T 0 PIKPOS aPlOLOG LToYOVOPiY
mov mepiEyovv to. AEK pmopovv va mapdyovv ptoyov-
dprako ATP. Mohg dpmg m tkavotnto avtn yabel, Ta KoT-
TOPO KOTOOTPEPOVTOL.

Ot petaforikég dloTopoyés TOL TUPUTNPOVVTUL GTNV
Eewyn PK emnpedlovv 1060 v emiBioon tov pvbpo-
KOTTAPV, OGO KOL TV @PILOVOT) TV TPOYOVIK®Y ppo-
TOMTIKOV KVTTAP®V TToL Ppikovial otov erinva. Avtd
£YEL OOV QTOTEAECLOL TOV TTPDLLLO KLTTAPLKO OdvaTo pHécm
amonTOONG OTMG £xEL TOpOTNPN Ol o8 cTANVEKTOUNOEVTOL
acOevn pe Eewyn PK. Tlapapéverl va amodsiytel katd
OGOV UTOTTMOCT TOPATNPELTOL KOl 6TOVG EpLOPOPAGTTEG
TOV HVELOV TMV 0GTAV Kol KOTA TOGOV 1) TTOPOLTHPT|CT| 0VTH
umopel va. epunvevcet Ty oveényntn diktvogpubpokut-
TAPMOGT TOL TOPATNPEITAL LETE OO CTANVEKTOUTY, KAODG
kat to ov M dpaotikdtnTo ¢ PK mailet kémolo poro ot
dwdikacio TG andntmong yevikotepa,

Ot epiocotepot dppmaotot g ypetdlovtat Wiaitepn
ayoYN, EKTOC ad GUYVN TAPAKOAODONGT, AVTILETOTION
TOV OTAAGTIKOV KPIGEDV KOl TPOANTTTIKY Y0P Yo Pu-
AMkoV 0&€0g. TTANvVeEKTOUT GuVieTatal 6TIS Paplég Tept-
TTOCELG TOL YPEALOVTOL LETAYYIOELS.

Mropei va ypelootei Oepaneio anoc1dnpmong kabng
1N VIEPPOPTOOT LLE GIONPO ivat LYV 6€ aoOEVEIG e EA-
Aewyn PK, axopo ko o€ autovg mov dev petayyiCovrons!.

"Exet eniong mpaypotomonbel pe enttuyio LETOAPOG)HEL-

o1 puehod TV 00TV ot éva. Papéwg Taoyov maldi®. Ot
Kanno ka1 cuvepydteg, TEAOG, EYOVV TEPLYPAVEL EVO. TP®-
TOKOALO YoVIdlaknG Oepameiog, cOUE®VO pe TO omtoio M)
GTOYEVLEVT VTIEPEKPPACT TOV avOpdrelov yovidiov PK
o710 gpuBpokvTTopa eV e EAdetyn PK odnynoe oe
OTUOVTIKG EVIVT®GIOKT peiwor TG apdivonc®.

3.ZMANIOTEPEZ ENZYMOIAOEIEX

Eraviotepes eVOUHOTAOELES TOV YAVKOAVTIKOD KUKAOV
v gpuBporvttapmv (ITivakas 3) £xovv cmopadiky eni-
TTOOCT Kot TALPOLOL0 KAVIKT TPOPOAT Tov pmopei vo me-
prappdvet ta kT

o) Avopio. H Bapdtnta g otpoAvTIkngG avotpiog mot-
KiAAEL Ao i oL StarylyvidokeTat Tuyaio PEXPL Bapetdt
7oV avTIpeTOTIeTaL LE povieg petayyioeic. H apdivon
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Mivakag 3. Tmavieg ev{upomaOeleg

AlpoAuTikn

‘Eviupa KAnpovopikéotnta  Avaipia  AANa XapaKTnPLoTIKA

‘Evupa tou kOkAou Embden-Meyerhof

ANSoAdon (ALD) 2. Nat

Apwaopopikn Moutaon (DPGM) 2.Y. Oxt 2 evQuuIkéG Opdoelg amd 1 mpwTeivn.

- Owogatdon (DPGP) ‘Hma epuBpaipia, A\oyw ENNEWYNC

2,3-DPG

EvoAdon (ENO) 2.E? Nat MepiKr avemdpKela Je KAIVIKI EIKOVA
O@AIPOKUTTAPIKOU IKTEPOU

FoAaktikr Agbdpoyovdon (LDH) 3. Ox1 ‘ENepn tng M-unmoopadag cuxvd

ouvbuddletal pe puomdbela

‘Ev{upa NG mapamAebpov 050U TG YWOPOPIKAG TEVTOING

YuvBeTAON TNC Y-YAOUTARUAKUOTEIVNG 3.
(y-GCS)
6-PWOPOYAUKOAOKTOVAGN ?

Nat Neupoloyikég Slatapayég

Nau ‘Exel mepiypa@ei g cuvduaouo
pe avemdpkela Tng G-6-PD

3.Y.: CWHATIKOG UTOAEITOUEVOC TPOTTOG, 2.E.: CWHATIKOG EMKPATOUV TPOTIOC

ouyva emteiveton katd T Stadpopn AOUDEEMV 1| GAADY
EMPAPLVTIKOV KOTACTACEDY. Y TOTAAGTIKEG KOl OTAAGTL-
k&G Kploels pmopet va eppaviotodv, Kupimg katd ) dio-
dpopn wyevav AodEemv pe mapPoioé B19.

B) Txtepoc. [ToAot acBeveic £xovv vrikTepo mOL pmwo-
pel va emtabel og mepLddovg €apong g aptdAvonc. Ne-
0yVIkd¢ iktepog mowkiing Papvtnrag epeoavifetor cuyva
oe dropa pe eviopomadetec.

v) Opyavopeyoirio. Iapatnpeitar dtapdpov Pabiov
SoyKkmon fimatog Kot omAnvog. H didykmon ominvog pmo-
pel va emtobel katd v dtbpKela AoAVTIKNG Kpiong.

[Maporo ta kowvd Tovg onpuela, pepikég evioponadet-
€6 umopel va epgavicovv avti yio avapio, epubparpio,
peboprocpatpvattioo KaBmg Kot Un Lo TOAOYIKES, K-
pilmg vevporoyikés, dtatapayLs.

3.1 Avenrdpkela tng 5’ voukAsotiddong
™G mupidivng

Eivarn tpitn mo ovyvn avemdpkeilo LETA TNV OVETAP-
ket G-6-PD kat PK mov 0dnyei og apudivon. H 5'vou-
KAeOTIOAOT TNG TLPYUSTVIG EIVOL LEAOG LLLOIG OTKOYEVELG
7OV TTEPIAOUPAVEL TOVAAYLGTOV 7 YOVIOL0 TOV KOSIKOTOL-
ovv 5’ voukieoTiddoect.

Averdpkela tov eviOpov 0dnyel og avEnpév EvookvT-
TApLo GLYKEVIPOOT TLPLIIVAV, OV Bewpeitol ToEkn
Kol TpokaAel aporvon. XapoKTnploTikd, To pudpo-
KotTapo topovctalovy éviovn Pacedeiin otién. Kin-
POVOLEITOL [LE TOV AVTOCOUATIKO VITOAOUTOUEVO TPOTO

Kat etvort 1 Lovadtkn cuyyevig atpoivTiKy avarpio Adyo
£ etyng evidpov T@v epuHpoKVLTTAP®V IOV TAPOLGLY-
Cet cuyKekpLévn LOPPOLOYIKY| ave oAl

Eniktnm avactoln tov evidpov mapatnpeital o
dninmploon omd poAvPdo kot ta eminedo poAvpdov Ba
TPEMEL TAVTA VOL LETPMVTOL OTOV GUVOLTTAPYOVV OLLOAVTL
KN avopio, EAAeym TG S voukAeoTiddong ™G TupLdi-
vng kat Bacedeiin otiEn. H élietym 5 vovkieoTiddong
g Tupydivng mov mpokoAieitar amd dnAntnpioon pe
poAvPdo givan Bepanevolun, o avtifeon pe ) cvyyevi
HopON Yo TV omoia dev vmapyel dwwbéoun Bepomeia.
APpKETEG LEAETEG AVOPEPOLY TNV TAVLTOYPOVT KA POVOLL-
KotnTo apocearpivig E kot Eddenymg 5 vovkieotiddong
g TUPSivNG Tov 00MYel oe Papeld ALLOAVTIKN avot-
pio vrodnidvovtog 6t To Eviupo avtd etvar 11TEPMG
gvaicOnto oty o&edwTikn PAARN TOL TPOKOAEL 1| AGTA-
Oe1a g apooparpivng E.

[Ipdopartec peréteg Exovv deilet 6TL M ovendprelo TG
5'voukAeoTIddong g TUPLULdTvNG avTippoTeiTal eV [é-
peLin vivo amd dAleg voukAieoTiddoes 1 mBavdg kot and
GAAEG peTaPolikég 08006 TV VOUKAEOTIS WV,

3.2 AvemdpKela TNG WO POYAUKEPIVIKIG
Kivaong (PGK)

Eivaw n pévn evlopuxn ovemdpkelo, Tov KOKAOL TOV
Embden-Meyerhof, mov kAnpovopeitat pe vrolemope-
Vo eVAOGVVOETO TPOTO. Appeveg aobeveic mapovoidlovv
APOVIO, AUOAVTIKY avatio TolkiAng coPapoTnTog Kot vev-
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POAOYIKES dlOTOPAYEG, TTOV TEPIAAUPAVOLV: TVELLLOTIKT
KaBVoTEPNOT, CLVOICONUATIKEG SLATAPAYEC, CTOCIOVG
kot Tpoiovoeg eEmmupapudikég drotapayés. Etepoluyeg
YOVOUKEG UITOPEL VO TTOPOVGIAGOVYV OULUOAVTIKY avoiLpia,
XOPpig OU®S vevporoyikég dlatapayés. Eyovv akdpa me-
prypoael TapaAlayéc Tov eviHILOV TOV TPOKAAOVV EKON-
Adoegrg povo amd 1o Pikd ocvotnua’.

4. MH ENZYMIKEZ APAZEIZ
TQN ENZYMQN TQN EPYOPOKYTTAPQN

OLoéva kot meprocdtepes Leréteg deiyvouv g Ta
yYAvkoAvTKd Eviopa éyovv mokileg un evivpikés dpd-
GELG, cLUTEPIAAULBOVOUEVTS TNG TPOMON oG TNG KLTTO-
PIKNG KV TIKOTNTOG, TOV EAEYYXOV TNG ATOTTOOTG KOL TNG

oA AETIOpaoNG KO TPOTTOTTOINGNG TG OPAong TMV OYKO-
yovidicov. Molg tpodopata avadeiytnike o pOLOG oV Ot-
adpopatitovy To yAvkoAvtikd EvOupo OTIC LETOOTUCELS
TOV OYK®V Kot TNV Kuttaptkn Kivntikotnto. H yAvkolo-6
QOMGPOPIKN 1GOUEPAOT] dpa G VO AVTOKPIVIG KIVITL-
K6¢ mapdyovtog (autocrine motility factor -AMF) ot pe-
TAVAGTELGT TOV KLTTdpwv. H dpdorn avtr tov evibov
&xel peletn el oto peddvopo kot eaivetot va toilel on-
HaVTIKO POAO GTI LETOGTOTIKT IKOVOTNTA TOV KOPKIVOD.
AlAa yAokoATIKG Eviupo £xovv poro ot pOdon g
amoOTTOONG TOV KVTTapov. H eokivion tav prroxovopi-
@V QOIVETOL VO AVOSTELAEL TNV OTTOTTOOT LECH OAANAE-
TOPOONG LE TNV OVTOTOTTOTIKY Tp@TEivi) BAD, evid 1)
QPMGPOPIKT APLIPOYOVACT TNG YAVKEPUASEHING Paive-
T VoL TPodiyet TNV amdnTwon 70,

Enzyme deficiencies anemias

by Antonia Vlachou,' Antonis Kattamis?

!Pediatrician, *First Department of Pediatrics, Athens University, St. Sophia's Childrens Hospital,
Athens, Greece

ABSTRACT: Mutations leading to red cell enzyme deficiencies can be associated with diverse pheno-
types that range from hemolytic anemia, methemoglobinemia, polycythemia, neurological and devel-
opmental abnormalities. Glucose-6-phosphate dehydrogenase (G-6-PD) deficiency is the most common
human enzyme defect, usually presenting with episodes of hemolysis. Among the defects in the Emb-
den-Meyerhof glycolytic pathway, red cell pyruvate kinase (PK) deficiency is the most common one.
Its clinical phenotype is variable, with chronic hemolytic anemia being the most common presentation.
Other red cell enzyme deficiencies are very rare, occur sporadically and have similar clinical presenta-
tion. Apart from their enzymatic action, there is growing recognition that many glycolytic enzymes have
other functions, including cellular migration, and control of apoptosis.
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