loTOPLKO KOl EpyAcTNPLAKN
dlepevvnon atpoppayitkov acBevouc
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Oplopoc Alpooctoong

PDUOoLOAOYLKOC OLOLOCTATLKOC HNXOVIOMAC, TTOU TiEpLAaLBAveL Eva ocUVOAo
TTOAUTTAOKWV BLOXNHLKWV OVTIOpACEWV KOl LNXOVIOUWY KUTTOPLKAG
aAANAeTOpAONC LE OTOXO TNV ATTOKATAOTAON TNG CUVEXELOC TOU
TPOAUUOTIOMEVOU ayYELOU KL TNV EMLOYXEON TNC alpoppayioc aAAd Kol TN
OUOAN PO TOU ALMOTOC O€ AUTO, YLa TNV armotport TS Opoupwaong

Mo teplypadikolc Aoyouc cuvoliletal os Tpia otadla:

[MpWTOYEVNC ALUOOTAON
Aegutepoyevnc atpootoon N mnén
lvwdoAuon



MpwTtoyevAC aLpocTacH)

O TPAUHATIONOC TOU OlYYELOU MPOKAAEL TNV ALUECN CUOTOAN
ToU pEow SlaBLBaoctwy (oepotovivn, emwvedpivn,
vopadpevaAivn), LE OTOXO TN MElWON TNC ATTWAELAC OLUOTOC
KOLL TNV TaYUTOTN EVEPYOTIOLNON TNC MPWTOYEVOUC ALUOOTOONC

* To TPAUMOTIOMEVO OYYELO CUCTIATOL VLA VO TIPOKAAETEL, LECOL
o€ Alya Aemttd, tn dnuioupyia tou aota®ouc mPwTtoyevouq
atponetaAtokou Bpoufou (Aeukov BpouBovu)



2TAOLA TTPWTOYEVOUC OLLLOGTAONG

1. NpookGAAnon Twv atlponeTaAiwy

(AMT) oto untevboBnAwo (adhesion)

Avtidpaon aneAevOEPWONC KOKKLWV
armo ta atpornetalia (activation)

Zuoowpevon twv AMI ywa tn
dnuoupyia BpouPou (aggregation)

H npookoAAncon twv AMIMN oto evéoOn-
ALO TOU TPOUMATLOMEVOU OYYELOU ETTL-
TUYXAVETOL LECW TOU TapAyovTa von
Willebrand (VWF) mou ocuvdéetau pe to
KoAAayovo tou uttevéoOnAiou Ko otn
OUVEXELA LE TOV UTtodOoXEa TG YAUKO-
npwteivng Ib (GPIb) mou Bpioketat
otnv emidpavera twv AMIM
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Agvutepoyevnc atpooctaon N mAéN

NepthapBavel tn Snuoupyio evoc mMAEypATOC LVWOOUC TTOU oTa@EpOomoOoLEl
0 OpOuPoO LE TNV EVEpYOTIOLNCN TTAPOYOVTWYV TtNENC, KUTTAPWV Kol
QVAOTAATWY TNC ITNENC

Ot avtdpaoelc aAAnAopuBuilovtol pe pnxaviopouc BeTIKAC N ApVNTIKAC
avadpaong

Mo teplypadLkoUc Kal Lovo AOYouG N EVEPYOTIOLNOCN TOU UNXAVIOUOU TNG
nNENC avaAveTal HEoW TN evOOYEVOUC Kal TnE e€wyevouc odou

H evdoyevic 060¢ tTnc &N nupodoTeital LE Evepyomoinon Tou
napayovta Xl (cuotnua emadnic), EmMavw otnv AAAOLWHEVN aYYELOKA
emipavela (oto evéoBnALo kat otnv urtevbobnAtakn otifada)

H e€wyevnc 080¢ evepyoroleital, OTav O LOTIKOG rtapdayovtac (tissue
factor, TF) ektiBetal otnv kukAodopia. O TF sival pia yAukompwTteivn, n
orntoia ekppaletol os dSltadopa 6N KUTTAPWV Kol KUPLWE ta evéoBnALakad



Napayovtec mAENG

FI: Ivwdoyovo

Fll: MpoBpoufivn

Flll: lotkoc napaywv (tissue factor, TF)
FIV: AoBéotio

FV: MNpoaéeAepivn

FVII: MpokouBeptivn

FVIII: Avti-awpoppodihikn odparpivn A
FIX: Avti-aipoppodiAikn odatpivn B
FX: Mapaywv Stuart-Prower

FXI: Npodpouikoc napaywv OpopfonAactivng
FXIl: Napaywv enadng (Hageman)
FXIll: ZtaBepomointig Tou tvwdoug



O punxaviopoc mnRénc xpnotpomnolel S5Uo o0douc, TNV Evéoyevi
KoL TNV €€wyevn, yla tnv evepyonoinon tou X. lNnorti;
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. * Katapdktg tou Macfarlane. Mnxaviopdg g riigng.



lvwdoAuon: AAAnAovuyxia avTtidpAGEWV TTOU GTOXEVEL
otn AUon tov Bpopfou WIKNAG

» Apyo dawvopevo nov cupPaivel
HE TN LETATPOTA TOU
NMAOQLGLLVOYOVOU O€ MAQOWivN, N l |
oroila SLAOTIA TNV VLKA OF * ¢ VOO, IPA
SlaAutd npoiovra Kot tnv
OLTTOMLAKPUVEL OTTO TAL OlyYELQL

PG.  avaoohéag(PAI khm)

PL 4 ovaorokeic (o2 avrimhaopivy, a2 pakpoagaipivn)

» To wwdoAutiké cvotnua | ]
, , ik} ————— FDP, D-Dkhn
artoteAELTalL Amno To
nhaop.wovévo KalL TV T[MIGI.[‘.VI‘], EYnHaTIkn avamrapdoTaan Tou pnyaviapod mg nwdokuang.

kaOwc¢ kot Touc dtadopouc
EVEPYOTIOLNTEC KOl AVOLOTOAELG
TOU GUOTHHOTOC



ALLOPPAYLKEC SLATAPOAXEC OLLOOTOONC:
oTNV KAWLKN PAEN XPNOLLOTIOLEITOL GUYKEKPLHEVN OpOoAoyia

* Alpoppayikn dtaBeon eivol n amotuyia Twv GuCLOAOYLKWV
LLNXOLVLOUWV TNC allpootaonc val eAeyEouv TNV aLlpoppayia.
2uvNOwC emikTNTN, OTIAVLOL KANPOVOULKN

* AwpoppodtAia eival n KAnpovouLkn atpoppaykn mtpodiabeon.
2TIAVLOTOTOL ETILKTNTN



ALLOPPOYLKO LOTOPLKO

Alpoppayikn StaBeon: eUKOAN, autopaTn 1 MPOKANTA;
Mowa eivat n nAkia Evapénc cupdpwva HE TO ATOULKO LOTOPLKO;

EKXUMWOELC, METEXELEC, aLpoppayia arnod toug BAsvvoyovouc (pvoppayia,
ouloppayia);

AouvnOLotn mapataon oLpopePaAyiac HETA OO TPOUA, XELPOUPYLKNA
enépPoaon N e€aywyn dovtiov;

Napatetapévn Ko Bapld pnvoppayia n ocopapn, EnavaAapBavopevn
eniotaén;

Alpoppayio poAakwv popiwv n apOpwoewv: YILAPXEL LOTOPLKO alcUVAOLoTWY
OLLLATWHATWY i aveéRyntn «opBpitida» HE oldNUa 0TNV OLKOYEVELQL;

loTOPLKO alpoppayiog MEMTIKOU, ALHATOUPLOC, ALUOTITUONG;
2uvoda voonuoata, pappako, CUVAOELEC;

YIIAPXEL LOTOPLKO UETAYYICEWV ME Al KoL TOPAYWYQ;

YnapxeL LOTOPLKO eYKEPAALKNG ALLOPPAYLOG;

‘EXEL KATOLOC €€ ALLOLTOC OUYYEVAC OETIKO QLHOPPAYLKO LOTOPLKO;



ALLOPPOYLKO EEAVONLOL: TIETEXELEC




ALlpoppayLko evavonua




Ekxupwoelg (umodopla atpotwporta)




AilpapBpa




Epyaotnplakn ditepeuvnon Oetikov
OLLLOPPAYLKOU LOTOPLKOU

« Aigpelvnon TpwToyevoUC diHooTAONC

v’ XpOVOG PONG

v aplOMOC KoL AELTOUPYLKOTNTO! ALLULOTIETAALWY
v uétpnon napayovta von Willebrand

« Aigpelvnon deuTtepoyevoUC aipdoTAoNC
v AviyveuTikéc e€staoetc mnénc (PT, aPTT, lvwSoyovo)
v’ M€tpnon pHepoVWHEVWY Ttapayovtwy (VWF, FVIIIL, FIX...)

« Aigpelivnon ivwdoAuTikoU ouoThuaTtoc (DDs, FDPs)



‘EAgy)X0C MPWTOYEVOUC QLHOOTOONC
Xpovog pong

MéeBobdoc lvy:

" TPOAUMOTLOMOC IPOoOLaC eMLPAVELOC
avtiBpayiov (1cm) adou £xel
epappootel otnv mepxelpida
oPpUYHOUOVOUETPOU, TILEON 4 EKATOOTWY
otAANc udpapyvpou

" adaipeon TNC oTayoOvVaC AlATOC KOTA

Taktd Staotipata pe 6tnbntiko xapti Kat Two incisions are made
' , and the time for clotting
XPOVOMUETPNON ((I).T.Z 3-5 ) to occur is recorded

FADAM.

Avéavetal o€:

+*[TOLOTLKEC KOl TTOOOTIKEC SLATAPOXEC ALUOTIETOALWY

s Alatapaxn MPWTELVWVY MTAACUATOC TTOU CUMMETEXOUV OTNV MPWTOYEVN ALLOOTAON
(VWEF)

s*MoBoAoylko ayyelako urtevdéoBnAio (mopduUpa Henoch-Schonlein, o.Ehlers-Danlos)



‘EAEYX0OC TP WTOYEVOUC OLLLOCTOONG
ApLlOnOG Kol AstToupyia QLHOTIETOALWY

MéEtpnon Twv ALHOTIETAAIWV € AUTOMOTO avaAuth

Méetpnon Kot LEAETN MEYEOOUC QLUOTETAALWY OTO EMIYPLOMOL TOU
nepLPEPLKOV ALNATOC

DuoloAoyLKOG aPLONOC ALUOTIETAALWY OEV OLTTOKAELEL TTOLOTIKEG SLATOLPOXES
OLUTWV

Microangiopathic hemolyfic anemia




‘EAey)xoc¢ e€wyevouc (kat kowvng) odou tng mRénc:
Xpovoc npoBpouBivng (prothrombin time, PT)

Mé£Bodoc¢

* O xpOVOC TTOU ataLLTELTAL VIO

va dSnuiovpynBel mAyua oto
nAdopa aacBevouc HETA Ao
nPOooONnKN LOTLKAC
BpopufomAaoctivng Kol LOVTWV
aoPeotiov

H dokipoaoio eAeyxeL tov FVII
KOLL TOUG TTOPAYOVTEC TNG
kowng odou: Il, V kat X

$.T.: 12-13 sec

NMapdataon xpovou oes:

* 'EAAewn nmapayovta VIl N
unapén avaotaAtn Tou

* AQYN KOUHOPLVIKWV
OLVTUTNKTIKWYV (0a uTtapyeL Ko
HLKPA mopatacn tovu aPTT)

* ‘EAAewn mopayovta tnG KOWNAC
odov (I, V, X) (Ba urtapyxet kat
napataon tov aPTT)

* ‘EAAewn Burrapivne K (Brroypuvo
K e€aptwpevol mapayovrec: i,
VII, IX, X, mpwtoc emnpealetol
o FVII)



‘EAeyxo¢ evéoyevouc (ko kownc) odou tne nAéNG:
Xpovoc peptkng OpopBonAaotivng
(activated partial thromboplastin time, aPTT)

MéEBobdoc¢ Napataon xpovou o«s:
* MpoKeta yLa evepyormnoinon tng
gvBoyevouc 080U tn¢ mAéNC os e Te éMewhn TWV APAYOVIWVY TNG
OWANVAPLO ALUATOC LE OVTUTNKTIKNA gevdoyevolc 060U
ouoia TO KITPLKA, LE TTPOCcONKN oTo 1. EAAewpn napayovra Vil (apoppodidia A
nAdopo Tov acBevoug kaoAivng, n vooog von Willebrand)

acfBeotiov kot pwodoAmidiwyv Kot 2. EAAewdn mapdyovra IX (Awoppodidia B)
HETPNON TOU XPOVOU MOV otolLtteiton 3

A . EAAewpn napayovra Xl (AtpoppodiAia C)
yla va dSnpovpynBei miypa

* Jg pueyaAn EAAewn mapoyoviwyv tng
* H xpoOvoG LETPLETOL OE kown¢ odou (I, V, X) (r.x. AEN)
deutepoAenta (¢.t.: 24-34 sec) e Je UMAPEN AUTOOQVTICWUATWY EVAVTL TOU

« Me tn Sokipacio eAéyxovtal ot e e L

rtapdyovtec VIII, 1X, X1, X1l kat ot * Ze AMjPn KAaokAg nrapivng
AP AYOVTEC TNG Kowvn¢ 0o I, V, X



Metpnon Ko dratopaxec vwdoyovou

Métpnon wwwdoyovou Katd * AU&non wwdoyovou: ofeia
Clauss: mpaypatomnoleitol HETA KoL xpovia dAsypovn,
Qo apalwaon Tou MAACUATOG TOU Kakor BeLa, KUNoN

Vi Vi

aoeevo,uq Kaiotn ouvexsla NPOBPOUPWTIKEC KATOAOTACELC
NnPooOnkn nMukvou SLtaAupatog

Bpoupivnc  Meiwon wwdoyovou
v KANpPOVOULKHA
¢.t.: 200 - 400 mg/dL v’ eniktntn (Sudxutn

evboayyelokn tNén , Bapla
NTTOLTLKI) OVETIOPKELQL,
Bepamneia pe L-aomapayvaon,
npwtonadnc wwdoAuon)



D-Awpepn (d-dimers, DDs)

Ta D-6uepn eival Ta teAka poiovta tng dtdomoaong Tou tvwdoug armo tnv
nMAQo VN

¢$.t.: 0-0,5 pg/ml

MNaBoloyikn avénon DDs mapatnpeitatl otnv evepyomnoinon tng WwOOAUTIKAC
dpaotnpLotntac Adyw amnpoodopnc mupodotnong Tou UNXAVIoUoU TNE TRENC

Avénueva enineda D-OLpuepwv mapatneoUVTaL OTNV TIVEUOVLIKA ELBOAN, TNV
ev Tw BadeL dAeBkn BpopBwaon, tnv duaxutn evdoayyelokn tnén (AEM),
LLETEYXELPNTLKA N O€ KaikonOn voonuata

Xpnolun eivat n petpnon twv D-8pepwy Kata tnv opakoAouBnon tng
QVTUTNKTLKAC AywynG, yLati 6co ta emnimeda toug mapoapevouv uPnAd T10co
EVIOXVETAL N TILOOVOTNTA UTIOTPOTING TNC OpOUPWONC KOl KATA CUVETIELA OEV
UTTOPEL vaL YIVEL SLOLKOTIN TNG AVTIUTNKTIKAC OlyWYNC



Emwonuavon

* To PT, aPTT, to vwdoyovo kat ta DDs glvoil avViXVEUTLKEC
ggetaoelc (screening tests) tou punyxoaviopov nRéNg kot dev

TOLUTOTIOLOUV CUYKEKPLHEVN dtatapaxn N EAAeWpn KAoLlov
napayovia

* H tavutomnoinon kot dtdyvwaon tTne opopeayLKAC Statapaxnc
Oa ylVEL LOVO UE MEPALTEPW EAEYXO TNC OLVTLYOVLKNAG KOl
BloAoylkng 6paong Tou | TWV apayovIwy MNRENG, TIOU UE
Baon To GUVOAO TWV KALVIKOEPYAOTNPLAKWY SESOUEVWV OVA
acOevn O£touv TNV KALVIKA utoPia CUYKEKPLHEVWV
VOONHUATWY KANPOVOULKWYV 1 EMIKTNTWV



AcOEVAC LE MAPATETAUEVO XPOVO PONC KOl
duolodoyko aptopo AMMN

v NolotkA Statapaxn atponetaiiwy (Bpopponadela n
BpouPaocBeveLa)

v \ELTOUPYLKEC SLOTAPOXEC TOU QYYELOU
v Noooc Willebrand



[MopATETAUEVOC XPOVOC PONG Kol TtapateTapevo aPTT

v'Noooc Willebrand



Napoatetopevo PT kat ductoAoyiko aPTT

* Avemapkela mapayovta VIl n avaoctaAtn tou
(oTtavLo)

* EAAewpn Brtapivne K (cuvumapyet pikpn avénon
aPTT)
* ANYN KOUUOPLVLKWY OVTUTNKTLKWY (CUVUTTAPXEL

likpn avénon aPTT)



Napoatetopevo aPTT kot puctoAoyiko PT

AP n KAAOOLKNC NTtaLpivng

Avenapketa rtapayovta VI (AipoppodtAio A N
Noococ Willebrand)

Avenapkela apayovta IX (Aipoppodiiio B)
Avemapkela tapayovta Xl (AtpoppodtAia C)

Entiktntol avaotaAtec tou FVIII



Noapoatetopevo PT kat aPTT

Avemapkelo tapayovta |l (mpoBpopuBivn)
Avemapkelo rtapayovta V

AvemapkeLla apayovta X

Avenapkela mapayovta | (tvwdoyovo)
Avenapkela Bitapivne K

Hmtatikn vooocg

ANPn Koupap KWV

Awayutn evdayyelokn nén (ocuvumapyel xapnAn TN
wvwdoyovou, Bpopporevia kol oxtotokUutTOPAO)



AKoAouOci oeipd diapaveiwy yia avayvwaon He
OTOXO Th OQdIpIKA TIPOCEYYION TOU HAOAUATOC
(Back — up diapdveieg)



AVOOTOATEC TOU pnYavIopoUL rNénc

Otav evepyomoleital o pnNxaviopog tne mnéng, o oxnuati{opevog Bpoppoc mpemel va
neplopiletal oto onpeio tng BAAPNC aAAd Kol val AUETAL OTAV TIPETEL, WOTE VOl
amokaBiotatol n opaAn pon lpaToC oTo ayyeLo
H pUBuLon auth EMITUYXAVETOL LE 2 LNXOVIOUOUC, Ol OTtoLloL EAEYXOUV TNV Iapaywyn
¢ Bpoppivng:
‘Eva QeSO cUOTNA AVOOTOAEWV TWV MPWTEACWYV OEPLVNG, TTOU TtEpAapBavouv
TV avtBpopuivn (AT) kal Tov avaoTtoAéa TG odou Tou LoTIKOU Ttapayovta (tissue
factor pathway Inhibitor, TFPI). H AT amevepyomnolei kuplwg tn Opouivn Kot Toug
napayovieg IXa, Xa, Xla, dSnuovpywvtag cupnmAeypata 1:1, evw o TFPI avaoteAAeL
TOV LOTIKO Tapayovta (e€wyevnc 0606¢)
‘Eva éppeco Brrapwvo-K e€aptwpevo cuotnpa mou amoteAeLToL amo TNV NPWIEivN
C (PC) ka tov cupmnapayovia tng, tnv mpwteivn S (PS). H 066¢ tn¢ PC
EVEPYOTIOLELTAL OO TO oUMTAeypa Bpoupivne/6pouBopoviouiivng (TM) ou
Bploketat oto evboOnAlo. H evepyomoinuevn PC (APC) pe tnv mapouocia Tou

oupmapayovta tne (PS), anevepyormnolel pe npwteodAvon touc Va kat Vllla kat
OTOUOTA TNV Tapaywyn tTouv BpopBou ikng



Evepyomolntecg kat avaoTaATeC TS LvwOOAUoNG

Evepyomontég Tou MAQOULLVOYOVOU

AvaotoAn tng vwdoAvonc

1.

O LoTIKOG evepyonotntic (tPA),
TTOU TTOPALYETOL OTTO TO QYYELALKO
evboBnALo

O evepyomnolntrg TUnou
oupokivaong (uPA), mou
TIOPAYETOL OTA VEDPLKA KUTTAPO

MAooHaTIKOL EVEPYOTIOLNTEC, OTTWC
ot tapayovtec Xl, Xll, to upnAouv
LLopLaKoU BApouC KIVIVOYOvOo
(HMWAK) kot n kaAALKpeivn

OL avaOTAATEC TOU LVWSOAUTIKOU
HNXaviopou taélvopouvtol o€ SUo0 opddec:
TOUC AVOOTOAELC TNGC Evepyomoinong Tou
TIAQLGLLVOYOVOU KOLL TOUC 0O paVOTIOLNTEG
TNG EVEPYOTIOLNHEVNG HopPNC Tou eviUUOU,
NG MAAOHIVNG. ZTOUC OVAOTAATEC TNG
gVEPYOTIOiNONC TOU TTAQLCHLYOVOU OVAKOUV:

O avaotaAtic-1 tou mAaocpuwoyadvou (PAI-
1), mou nmapayetal oto ev60OnALo Twv
QYYELWV Kal TO AP Kol adpavoToLeL Tov
tPA

O avaoTaATAG-2 TOU TTAQLCLLVOYOVOU
(PAI-2), mou mapayetoL oTov MAOKOUVTQ,
adpovoroLel KUpLWC TNV oupoKLVACH Kol
devutepevoOvVTIwG Tov tPA

KUplo¢ avaotaAtn¢ Tng mAaopivng eival n
A2 -avtutAacpivn




Mpotunwon pebodouv pertpnoncg PT

* AOYyw TwV peyaiwyv dStadopwyv otn 6PACTIKOTNTA TTOU
nopouactalouv ot BpopfomAaoctivec mouv KukAopopouv 01O
geuToplo, kaBLepwOBnke n xpnon tou INR (International
Normalised Ratio) to omnolo kaBopiletal amno to deiktn
gvalocOnoiog Tov xpnoLpomolovpevou avtdpaotnpiou ISl
(International Sensitivity Index), wote ta amoteAeopata Twv
Slapopwyv epyaotnplwyv va eival cuykpiopa

INR = (PT aoBevouc/PT paptupa)®

* H Bepamevutikn 6pAon TwV KOUUOPLVIKWY OVTUTNKTIKWY
Baoiletal otnv TN INR



‘EAgy)X0C MPWTOYEVOUC QULHOOTOCNC
AplOpoc kot Asttoupyia ALHOMETAALWY

METpnon TwV ALUOTIETAALWY OE QUTOUOTO aVOAUTH
Métpnon Kol HEAETN HEYEOOUG aLpoTETAALWY OTO EMiXpLOMA TOU TTEPLPEPLKOU
QDuoloAoYLKOC aplOUOC aLoTIETAALWY SEV OTTOKAELEL TTOLOTLKEC SLATAPAXEC AUTWV

EAAelelc yAuKoTpWTEIVWV 0TNV EMLPAVELA TOUC ) TO TTAACHA TIPOKAAOUV SLATOPOXEC
npookoAAnong (EAAewdn tng Gplb otn BpouPonabela Bernard Soulier kot tn vooo Willebrand)
Kal cucowpeuong (EAewpn tng yAukompwteivng Gpllb/llla otn BpouBacbévela Glanzmann)

O AELTOUPYLKOG EAEYXOC TWV ALUOTIETAALWVY YiVETAL O ELOIKOUG AVAAUTEG TTOU EAEYXOUV
OWTOUETPLKA TN SnpLoupyla CUCOWPEVOEWV OULUOTIETAALWY, LETA TNV TPOCONKN OUGCLWYV TTIOU
TiPoAyouV tnv evepyoroinon touc (ADP, koAAayovo, emvedpivn, apaxtdoviko ofu, Bpoupivn,
Lovta aofeotiou)

[la TOV EAEYX0 TNG AELTOUPYLKOTNTAC TWV Hopilwv (Kot OXL TWV KUTTAPWV) TOU CUMHETEXOUV
otn Stadikacia TG MPOoKOGAANONG, XPNOLUOTIOLELTAL N PLOTOOETLVN, VAl AVTLBLOTLKO TTOU
OUVOEEL T ALUOTIETAALD HETOEL TOUC pEow Tou Tapayovta VWF. Mpokettal yia €va omoudaio
SlayvwoTtko epyaleio otn Stayvwon tng vooou Willebrand. Ze nepintwon amouvoiag n
duoAettoupyiag tou mapayovia VWF 1} Twv urtoboxEwv tou, Sev MPOKAAEITOL CUCOCWPEUON
aLponetaAiwy napouvoia plotooetivng (Rcof)



