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AnAwon cuyypadEa HETAMTUXLAKAG EPYAOLOG

H katw6L umoyeypappévn Zwn Baoikr, pue aplOuod pntpwou dmi21007 dottitpla tou
Mpoypapupatog Metamtuylakwy Inoudwv Boiatplkég péBodol kat Texvoloyio otn
Alwdyvwon tou Tunuatog Bloiatpikwv Emotnuwv tng 2xoAng Emwotnuwv Yyelog kot
Mpovolag tou Navemniotnuiov AuTikAg ATtikig, SnAwvw OTL:

«Elpat ouyypadEag autig TNG LETANMTUXLAKAG Epyaoiag Kot OTL kaBe BonBela tnv omoia
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epyaoia. Emiong, oL OMoLeC TNYEG ATIO TLG OToleg Ekava xprion SeSopévwy, LOewV N AéEewy,
elte akplBpwg eite mapadpacuéveg, avadEpovtal oTo CUVOAO TOuG, LE TTANPN avadopd
oToUG ouyypadeig, Tov eKSOTIKO OlKO 1 TO MEPLOSIKO, CUUMEPNAUBOVOUEVWY KAl TWV
TINYWV TIou eVEEXOUEVWE XpNnotpomotndnkav amo to dtadiktuo. Eniong, BeBaiwvw otL auth
n epyaocia €xel ouyypadel amod péva OIMOKAELOTIKA Kol ATOTEAEL MPOIOV MVEUUATIKAG
dloktnoiag tooo SIkN¢ pou, 600 KaLTou I6pupatoc. NapdaBacn TNE AVWTEPW aAKASNUATIKNG
pou guBuvng amoteAei ouolwdn Adyo yLa TNV avAkAnon Tou TTTUXLOU Hou».

Embupw tnv amayopeuon mpooBacng oto MANRPEG KELWEVO TNG £PYACLOG HOU HEXPL
02/10/2023 kal €nelta amod aitnon pou otn BiBAloOnkn kat €ykplon tou emiPAEnovia

kaBnyntn.
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Zuvtopoypadieg

MZA®: Mn Ztepoeldn AvtidAeypovwdn Odappaka
a2-AP: a2-plasmin inhibitor = avaotoAéag a2-mAacuivng
a2-M: a2-macroglobulin = a2-pakpoodatpivn

APC: Activated Protein C = evepyonotnuévn npwteivn C

APTT: Activated Partial Thromboplastin Time: xpdvog evepyomnolnuévng Lepikng Bpoppo-
mAaotivng

AT: Antithrombin = AvtiBpopupivn

BAT: Bleeding Assessment Tool: epyaAeio afloAdynong atpoppayiog
CPDs: Congenital Platelet Disorders = KANpOVOULKEG SLATAPAXEG TWV ALUOTIETAALWY
CVS: Chorionic Villus Sampling: dgtypatoAnyia xoplakng Aaxvng

DVT: Deep Vein Thrombosis = ev Tw Badel pAePikr Opoupwon

ECLT: Euglobulin Clot Lysis Time = xpovog AUong 6popupwv euyAoBoulivng
ET: Essential Thrombocythemia: oucwwdng Bpoupokuttapatuia

FFP: Fresh Frozen Plasma = ¢p€oko katepuypévo MAAoHA

Fll: Factor Il = Napayovtac I

Flla: activated Factor Il = evepyonoinpuévocg NMapayovtag I

FVII: Factor VII = napadyovtag VII

FVlla: Factor Vlla = evepyomnownpévog Mapayovrtag VIl

FVIII: Factor VIII = mapdyovtag VI

FVIlla: activated Factor VIII = evepyonoinuévog napayovtag Vi

FVa: activated Factor V = evepyornotnuévog napayovtag V

FX: Factor X = mapdyovrtag X

FXa: activated Factor X= evepyomnoinpuevog napayovtoag X

FXI: Factor XI = mapdyovtag FXI

FXIII: Factor XlII = mapayovrtag FXIII

FXIlla: activated Factor Xlll = evepyomotnuévoc mapayovtog Xl

FIX: Factor IX = mapayovtag IX



ISTH: International Society of Trombosis and Haemostasis = AtleBvrig Opyaviopog Opou-
Bwaong kat Opolootacng

ITP: Immune Thrombocytopenic Purpura = avocoloytkny Bpopupornevikr mopdpupa
MASAC: Medical and Scientific Advisory Council = latpwo kat Emotnuovikd ZupBouAlo
NHF: National Hemophilia Foundation = EBviko 16pupa Alpoppodihiog

TA: Tranexamic Acid = tpave€apiko ofu

TAFI: Thrombin Activatable Fibrinolysis Inhibitor = avaotoAéag Tng evepyomnoloung anod
™ popuBivn vodwAuong

TF: Tissue Factor = LloTIKOG mapayovtog
TFPI: Tissue Factor Pathway Inhibitor = AvaotoA£ag povomnatiov LoTikoU apayovta

TF-FVIlla: Tissue Factor/coagulation Factor Vlla = 1oTikd¢ mapdyovtag/mapayovtag nmnéng
Vila

tPA: tissue-type Plasminogen Activator = evepyomolntri¢ MAACLVOyOVOoU LOTLKOU TUTIOU

PAI-1: Plasminogen Activator type 1 Inhibitor = avaotoAéag tou evepyormnointn Tou mAa-
opvoyovou tuTou 1

PCCs: Prothrombin Complex Concentrates = Zupmukvwpata cupnAokou ipoBpouBivng
PFA: Analysis of Platelet Function = avaAuon tng Asltoupyiag Twv aLpomeTaAlwy

PLGD: Plasminogen deficiency or hypoplasminogenemia = Avendpkela mAQcLVOyovou i
UTTOTIAQLOLLVOY OV

PT: Prothrombin Time = xpovog npoBpoupivng
PTT: Partial Thromboplastin Time = pepikog xpovog BpopupomAaoctivig

PUBS: Percutaneous umbilical cord blood sampling = Altadeppikr) dstypatoAnpia opdalt-
KoU aipotog

PV: Polycythemia vera

QPD: Quebec platelet disorder = Statapayrn Twv atponetaiiwy Tou Quebec
RBDs: Rare bleeding disorders = ZmAvieg alLoppaYLIKEG SLOTAPAXES

RCDs: Rare coagulation disorders = Zndvieg Siatapaxeg &g
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ong
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Xl: Factor XI = mapayovtac Xl

XIlI: Factor Xl = mapayovtag Xl
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MepiAnyn

Etcaywyn: OL alpoppaylkeS StatapaxEg eival pia opada mabrnoewyv mou MPoKUTITOUV 0TV
10 ailpoa Sev pnopet va mRéel cwotd. Q¢ AMOTEAECUA, TO ATOMA LLE OLLOPPAYLIKESG Slatapa-
XEG EUPavVI{oUV EKTETAUEVN ALUOPPAYLO LETA ATIO TPOUMATIONO, OTNV EUUNVOPPOLA, OTO
TPAU A 1) OE TIEPUTTWOELS XELPOUPYLKWYV EMEUPACEWV. € TTOANEG TEPUTTWOELG, AVAAOYQ HUE
™ BaputnTa TNG VOoOoU, oL acBevelC BLWVOUV QUTOUOTEG ALUOPPAYIEC OTIC apBPpWOELC,
TOUG HUEG 1| 0 GAAQL LEPN TOU CWHATOG TOUG.

ZKomog: H mapoucioon Twv algoppaylkwy dlatapaxwv kat n Slepevvnon twv SlayvwoTl-
KWV peBOdwV Kal Twv SlabEoiuwy BEPATIEVTIKWY ETUAOYWV.

MeBoboloyia: MpaypatonolOnke BLBALOypadIKr) avaOKOTINON EYKUPWVY ETLOTNLOVIKWV
Bdaoswv Sedopévwv HE TNV XPHON OCUYKEKPLUEVWVY Opwv, Omwe: “bleeding disorders”,
“hemophilia”, “diagnostic tools” kat “therapeutic treatment” kat xpovikd 6plo Snuoaisu-
ong ta teAeutaia 10 xpovia.

AnoteAéoparta: Ma Tnv SLayvwon ULOG ALLopPayLKG SLoTapaxnG amatteltal n IPOoEKTIKA
ANYn Tou LATPKOU LOTOPLKOU Tou aoBevouc. EVAALKEG LE QLUOPPAYLKEG SLATAPAXEG TIOU
Sev €xouv Slayvwotel pnopel mapouvotalovial apxlkd oTov mapoxo npwtoBaduiag dpovti-
860G UYELOG UE OLCUUTITWHATIKEG ALUATOAOYIKEC EPYOOTNPLAKEG AVWUAALEG I} UE KN Pualo-
AOYLKA CUUTTTWHATA alpoppayiac.

JUMREPACHATO: ITNV MEPITTWON aLoppayLkwV Slatapaxwv n Bepamneia kabopiletal anod
TN OUYKEKPLUEVN Slayvwaon. OpLoPEVEG XPOVLEC SlaTapaxEG Tou aipatog Sev €xouv eL8LKNA
Bepamneia, aAAG pmopet va anattolv Beparmneia katd tn SLapKeLla ofEwv MeEPLOTATIKWY. To
LOTPLKO KOIL TO VOONAEUTIKO TIPOCWITLKO Bl TTPEMEL VAl EVAL TIPOETOLUACUEVO VA avayvwpi-
CeL Ta TBAVA XOPAKTNPLOTIKA LOG UTIOKELUEVNG QLOPPAYLKNG SlaTtapaxnc, £TOL WOTE va
EeKLVNOEL Ll oWOTH eNMegepyaaia Kal, O OPLOUEVEG IEPUMTWOELSG, Bepaneia, Slaitepa eav

UTTAPXEL EVEPYN aLOoppayia.

NEGeLG-KAELBLA: aLpoppaykeG Slatapaxeg, atpoppodlia, Stayvwotikd epyadeia, Bepa-

TelaL.
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Abstract

Introduction: Bleeding disorders are a group of conditions that arise when blood cannot
clot properly. As a result, people with bleeding disorders experience extensive bleeding
after injury, in menstruation, trauma or in cases of surgery. In many cases, depending on
the severity of the disease, patients experience spontaneous bleeding in their joints, mus-
cles, or other parts of their body.

Aim: To present bleeding disorders and explore diagnostic methods and available treat-
ment options.

Methodology: A literature review of valid scientific databases was performed using specific
terms. as: “bleeding disorders”, “hemophilia”, “diagnostic tools” and “therapeutic treat-
ment” and publication date in the last 10 years.

Results: The diagnosis of a bleeding disorder requires careful taking of the patient's medical
history. Adults with undiagnosed bleeding disorders may initially present to the primary
care provider with asymptomatic hematological laboratory abnormalities or with abnormal
bleeding symptoms.

Conclusions: In the case of bleeding disorders treatment is determined by the specific di-
agnosis. Some chronic blood disorders have no specific treatment but may require treat-
ment during acute events. Medical and nursing staff should be prepared to recognize the
possible characteristics of an underlying bleeding disorder so that proper treatment and,

in some cases, therapy can be initiated, particularly if there is active bleeding.

Keywords: bleeding disorders, hemophilia, diagnostic tools, therapeutic treatment.
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MpoAoyog

H aiwpdotaon eival n dtadikaoia pe TNV omoilo avaKOMTETAL N alpoppayia LETA amnod Tpau-
HOTLOMO TwV alpodopwy ayyeiwv. Mpokettal yia pia Stadikacia n onoia meplhappavel oA-
AnAemibpaoelg HeTafl TwV ALLOPOPWVY AYYELWY, TWV OULUOTIETAALWY KoL TWV TapayovIwy
nNéNG. Eva eAdTTwpa o€ omoLladnmote anod auTéG TIg GACELS TNG TTNENG UIMOPEL va 08Ny oEL
OE aLUOPPAYLKO TIPOPBANUA 1} aAALWG OE aLopPayLKN dlatapayr, n omola pmopet va eivat
KAnpovouLknA N eniktntn. Autr n dtadikaoia tng mnéng eivat évog cuvouaopuog KUTTOPLKWV
Kall BLOXNMULKWVY YEYOVOTWYV TIOU AELTOUPYOUV O KOLWVOU yLa va SLatnprjocouv To aipa ot
PEUOTH KATAOTOON UECA OTA OYYELX KaL va amoTpEPouV TNV aMWAELA ALATOG LETA Ao
TPAUUATIOUO LE TO OXNMATIONO BpouPBwy atpatog (Bick, 2002).

OL Bpoppot atpatog StaAvovtal TEAKA amo To WWwHOAUTIKO cUoTNUA, £va TIOAL-
TAOKO 0AAQ KOAQ puBulopevo cuotnua mou efaptatal eniong anod diadopa GAAa Mpo-
oBeta cvotuata. H aAAnAsmidpaon auTwy TwV CUCTNUATWVY MEPAAUPBAVEL TN CUCTOAN
TOU TOLYWHOTOG TWV OYYELWYV, TNV MPOCKOAANGN KAl TN CUCCWUATWON TWV ALUOTETAALWY,
™V MNRén Tou alpatog, To WWSOAUTIKO cUOTNUA, TO CUCTNUA TNE KVivNg, Toug GpuoLKoUG
QVOOTOAELG TWV TaPayovVIwy MNENG KAl TO CUCTNUO TOU CUMMANPWHATOC. ZUVOALKA, UTtAP-
XEL MLt ATt EAEYXOUEVN LooppOTIia LETAEY TOU OXNUATIOMOU Kal TNG SLaAuong evog Bpop-
Bou atpatoc katd tn SLapKELa TNG ALUOOTATIKAC Stadikaoiac. H Statapayrn authig tng po-
vadlkAG Loopporiag umopel va TpokaAécel aipoppayia i Bpoupwon (Goodnight &
Hathway, 2001).

MNa kabe ddaon TG apoOoTACNG UTIAPXOUV SLaYVWOTIKEG e€eTdoelg mou BonBoulv
otn Slakplon pag Sltatapoxns Twy ALUomeTaAlwy amo pa Statapaxn tTng mnéng. H o ou-
XVA Xpnollomoloupevn €€taon yla Tn dlayvwaon Slatapaywy Tou aipatog eivat n Yevikn
e€étaon atlpatoc. H yevikn aipatog e€eTalel TOUG TPELG TUTIOUC KUTTAPWY TOU AipaTog Kot
KaBopilel €AV OL TLUEG YLA KATIOLO AT AUTA EIVOL AUENUEVEG I LELWMEVEG I €AV £XOUV TIPO-
oBAnBel meplocdTepa Ao €va KUTTOPA TOU QULUATOC. ITNV YEVIKA QLUOTOC UIMOopEL emiong
va epAapBAVETOL EVal ETIXPLOMO ALUATOC, LE ULKPOOKOTILKY €EETOON TIOU TIOPEXEL TIPO-
o0Beteq xpriowes mAnpodopieg (Bashawri & Ahmed, 2007).

MNa nmpofAnuata atpoppayiag f mnéng mpayUatonolouvtol EEETACELG AlLATOG TIR-
€n¢, oL omoleg meplhapavouv tov xpovo nipoBpopfivng (PT) kal tov peptkd xpovo BpouPo-

mAaotivng (PTT). Eav o PT 1} o PTT elval MApaTETAPEVOG, AUTO UTTOSELKVUEL OTL UTTAPYOUV



auénuéveg TOAVOTNTEG QLUOPPAYIEG KL EMOUEVWG OUTMALTELTAL TIEPALTEPW OELOAOYNON
(AepBevoulag, 2002).

AKOUN, Ba péneL va onUELWBEeL yla TNV SLdyvwon JLoG alpoppayLkng dtatapaxng
amaltteital N mPooekTiky ANPn Tou LaTpLlkou LoTopLkol Tou acBevouc. Eva KaAd AemTope-
PEC KAl OAOKANPWHEVO LOTOPLKO Elval 0 KAAUTEPOG MPOYVWOTIKOG SEIKTNG QLLOPPAYLKOU
TPOBARUATOC. ITNV MepiMTWon alloppaylkwy dtatapayxwy n Bepaneia kabopiletal anod
OUYKEKPLUEVN SLayvworn. OpLoPEVEG XPOVLIEC SLaTapaxEC TOU alpatog Sev €xouv L8LKn Be-
paneia, aAd pmopel va amattouv Bepameio KATA TN SLAPKELD OEEWV TEPLOTATIKWV
(AepBevolAag, 2002).

JKOTIOC TNG MOPoUcAC EPYOOLAC ElvVaL N TTOPOUCLOON TWV OLLOPPAYIKWY dlatapa-
XWV Kal n dlepelivnon Twv SLayVwoTIKWV HEBOSWV Kal Twv SLaBEIUwY BEPATIEVTIKWY ETIL-

Aoywv.



KeddAaro 1. Eloaywyn

Ol dlatapay£g Tng alpoppayiag elvatl pia opada mabnoswyv mou mPoKUTITOUV OTAV TO ailua
Sev unopel va el owotd. Xtn GpucoLloAoyLKr THEN, TA ALUOTIETAAL, £VOG TUTIOC KUTTAPWY
TOU QpOTOG, cuykoAoUvTaL METAEY TOUG Kal oxnuatilouv éva MWHUA OTO ChUELD EVOC
TPAUUOTIOHEVOU atpodopou ayyeiou. OL mpwTeiveg oto aipa mou ovopalovtal mopayo-
VTEG MNENG aAANAETIOpOUV 0T CUVEXELA Yl VO oxnpaticouv évav Bpoupo vwdoug, ou-
OLOOTIKA £Val TIWO, TO OTIOLO CUYKPATEL T QLUOTIETAALO 0T B€0N TOUG KAl ETUTPEMEL TNV
EMOUAWON OTO ONELO TOU TPAUUATIONOU, VW TapaAAnAa epnodilel tn Staduyn tou ai-
potog amnod 1o alpodopo ayyeio (Rinder, 2003).

Evw n unepPoAikn mR&n Unmopel va o6nyroeL 0 KATAOTACELG OTIWE OL KOPSLAKEG
NPooPOAEG Kal Ta eykedaAlkd emelcodia, n aduvapia oxnuatiopol BpouBwy pnopet emi-
ong va givat moAv emikivéuvn, kabBwc pmopel va odnynoet os umepPoAikn atpoppayia. H
alpoppayia pnopel va mpokUPeL elte amo moAU Aiya i pn ¢puCLOAOYIKA LUOTETAALQ, EiTE
amo pn GUCLOAOYLKEG i} XAUNAEC TTOCOTNTEG MPWTIEIVWV TINENG, €lTe Ao pn GucLoAoyIKA
alpodopa ayyeia (Rinder, 2003).

OLaLpoppayIKEC SlaTtapayEg eivat pla opada mabrioewv mou MPOoKUTTOUV OTavV TO
aipa dev pumnopet va mAEeL cwoTtd. Q¢ AMOTEAECUA, TA ATOUA E ALLOPPAYLIKEG SLATOPAXEC
eudavilouv eKTETOPEVN OLUOPPOYLO UETA ATO TPAUUATIOHO, OTNV EUUNVOPPOLA, OTO
TPAULA 1) OE TIEPLTTWOELG XELPOUPYLKWVY ETEUPBACEWV. Z€ TTOAAEC TIEPUTTWOELG, AVAAOYQL LUE
™ BapuTnTa TNG VOOOU, oL aoBeVElC BLWVOUV QUTOUOTEC ALUOPPAYIEC OTIC apOPWOELC,
TOUG HUEG 1) 08 AAAQ LEPN TOU CWHATOC Toug (AepBevouAag, 2002).

H eA\eupatikn mnén mpokUTITEL Ao TNV OVETIAPKELN CUCTATIKWY TOU QPATOC, O-
TG oL TPWTEiveg mAENG n/kat ta atpornetaiia. To cwpa mapayel 13 StadopeTKES MPWTE-
veg mnRéng, mou ovoualovtal eniong mapdyovieg mAENG. EQv kamolog and autoug Toug na-
payovteg Néng Aetmel ) dev Aettoupyel owoTa, Umopet va TpokUPEL pia atpoppaytkn Sta-
Tapaxn. Ol alLoppayLKEG SLaTapaxEG lval OPKETA OTIAVLEG KOL OPLOUEVES QLLOPPAYLKEG
SlatapaxEc, Onwe N alpoppodIAia, UTTOPEL va elval CUYYEVELS (KANPOVOILKEG) 1} ETUKTNTEC.
OL ouyyeVveig aluoppayLkeg dtatapaxeg mpokaAouvtat anod eAAeippata n BAaBeg ota yovi-

Sla KoL UTtApXOUV KATA TN yévvnon. Mmopel va kAnpovounBouv ) va epdaviotolv Aoyw



VEQG YEVETIKAG LETAAAAENG XWPIG TTPONYOUEVO OLKOYEVELAKO LOTOPLKO. OL EMIKTNTES alL-
HOPPAYLKEG SLATAPAXECG ELVOL AUTEG TTIOU AVAITTUCOOVTAL LETA TN Yévvnon 1 epdavilovral

QUTOMOTA OE £VA ATOHUO XWPLG TTPONYOUEVO OLKOYEVELOKO LOTOPLKO (Pamtng, 2007).

1.1 H awpootaon

H awodotaon sivat n ouvolaotikn ¢uactodoyikr dtadikacia tng aAAayng Tou aipatog ano
UYPO O€ OTEPED O€ VA OXNMOATIOEL Evay BpopuBo alaTog Kol va OTA AT OEL TNV OLLoppayia.
H Stadikacia oxnuoatiopol Bpoppwy alpatog eivol To AMOTEAECUA HLOG AEMTTAG LOOPPO-
TG HETOEY AVTUTNKTIKWY KOL TIPOTINKTLKWY TTOPOAYyOVTIWY. YITAPXOUV TPELG SLaKpLTEG da-
OELG TIOU UIOpOoUV va TieplypadolV, N TPWTOYEVAC ALLOOTaoN, N SEUTEPOYEVAG ALLOOTAON
Kat n wwdoAuvon (Pamtng, 2007).

H mpwTtoyevng auootacn eival To mpwTto Brpa HeTd tn pRén evog atpodopou ay-
veilou. NpokUTTeL anod ouvOeteg AAANAETILOPACEL UETAED QULUOTIETAAIWY, TOLXWHOTOG ay-
Y€LOU Kal CUYKOAANTIKWY TIPWTEIVWYV TToU 08nyoUV 0TO OXNUATIOUO EVOC apXLKOU OLUOTIE-
TaAlakoU BUoUATOC, KABWG TA ALUOTETAALA TTPOCKOAAWVTAL OTNV KATECTPAUUEVN TIEPLOXN
Tou evdobnAlou pe t Bonbela tou mapayovta von Willebrand (VWF). Ztn cuvéxela, Ba
oupBel cuocowpeuon atpomeTaAiwY AOYw TNG CUTOKPLVHC EVEPYOTIOLNGN GAAWVY OLLLOTIETA-
Alwv ta omolia udiotavral aAhayni CXAUATOG KoL KATA CUVETELD oxnuaTtilouv éva Buoua
TAOUOLO O€ ALUOTETAALA. TAUTOXPOVA, O LOTIKOC tapayovtac (TF) mou Bploketal oto umo-
ev600nALo Ba eKTIBETAL KOL KATA CUVETIELOL EVEPYOTIOLEL TOV KATAPPAKTN TNG TtHENG TTOU O-
onyet otn dnuoupylia tng Bpoppivng. Amotelel pépog tng deutepoyevoUC ALLOOTOONG KOl
Slakpivetal og Tpelg daoelg, tnv ddon Evapéng, tn ddaon diadoong kat tn pdon TepUATL-
opou (Pamtng, 2007).

H ¢paon évapéng Eekiva pe tnv aneheuBépwaon tou TF, TOU EVEPYOTIOLEL TOV TTAPA-
vovta VII (FVII). O evepyomnoinuévog FVII (FVIla) evepyonolet tov mapayovta FX og FXa. O
FXa evepyomnolei tov mapayovta FV kat otn cuvéxela pali pe tov FVa tov Fll (mpoBpopfBivn)
yla va oxnuatiost Bpoupivn (Flla). MOALg oxnuatiotel n Opoppivn, evepyomolel to vwdo-
yOVO yLlO va OXNUATIOEL TO LVWOEC KaL evepyomolel tov mapayovta FXIII o FXIlla. To FXllla
elval anapaitnTto yla tov oxnUATIopo evog cupmayolg Siktuou wvwbdoug, kabwg dtaouv-
Oéel lveg wwdoucg oxnuartilovtog teAika éva otabepd BpopPo atpometaAiwv-vwdoug

(Pamtng, 2007).



H BpopupBivn mou oxnuatiletal katd t paon tng Evapéng Sev eival EMapKAg yLa To
OXNMOTLOUO €VOG otaBepol BpouPou kal evepyorolel tn daon dtadoong, LECW TNG EVEP-
yomoinong twv tapayoviwyv FXI kat FVIIIL. EmutA€ov, o TF-FVIla evepyomotei tov FIX. H ddon
SLadoong pumnopel eniong va evepyonownBel péow tou FXIl. Qotooo, auth n 060¢ dev sival
ONUAVTLKA yla TNV aloppayia, aAAd pnopet va dtadpapatiost poAo otnv maboyévela tng

Bpoupwong (Pamtng, 2007).
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Ewkova 1: O katappaktne nnéng. Kokkiwvo: paon évapéng. MnAe: paon éiadoong. Mpaotvo: lvw-
80Auon. Kitpwvo: avtinnktikoi mapayovtes. MMARPNG YPOUUES Eival SLEYEPTIKEG, Ol SLOKEKOULUE-
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MNna va anodevyBbei o omsptéptoro{ OXNUATIOMOC OpOUBWVY KoL N CUCTNUATIKNA
nAEN LETA amo tnv évapén, n mapaywyn 6po@ivng avaotéAletal anod dtadopoug Bpdxoug
QapVNTIKNAG avadpaong, oL omoiot ansmovi(oﬁrat UE KiTpvo Xxpwpa otnv Ewova 1. H avtl-
Bpoupivn (AT) elvat avaotoAéag yla ta neptcf:oc')tspa oo ta VU0 TTIOU TTaPAYOoVTaL KOTA

N SLapKeLa TNG evepyormoinong tne mnéng, Woilwc yia ta Flla kat FXa. EmutAéov, n BpopuBivn
&

-~ Q < ~

Q R < QU



Sdeopelel otn BpopBopovtoudivn, odnywvtag otV AMWAELO TWV TPOTINKTIKWV Spactnplo-
TWV ™G Bpoppivng, kabwg to cupmAoko Bpoupivnc-BpouBopodouAivng evepyomnolel tnv
npwteivn C o evepyomnolnuévn npwteivn C (APC) (Dahlback, 2000).

21N ouvéxela, n APC adpavornolel tov FVllla kat tov FVa. H mpwteivn S eivatl évag
ONUAVTLKOG cuUTTapAyovTag yla autr tnv avtidpaon. TEAOG, 0 avaoTOA£0G TOU LOVOTIA-
TLoL Tou LoTikoU mapayovta (TFPI) avaotéAAel tov TF-FVIla, pa aAAnAemnidpaon nou e€ap-

Tatal amno tov FXa (Dahlback, 2000).

Coagulation Anticoagulation

O (@]
Thrombo
modulin Protein C
ntithrombi Protein 5

Thrombosis Bleeding

Ewkova 2: A. AlUOOTATIK LOOPPOTTia: Z€ ULO (PUOLOAOYLKI KOTAOTAON), TO QULUOCTATIKO OUCTNUO

Bpioketau os 1oopponia kot pUIUITETAL KAAd QIO TOUG IIPOTMNKTIKOUG KOl QVTLITNKTIKOUG Iapd-

yovtes. B. Awatapaxn tnG aipuooTaons mov NPOKAAEITAL QIO TNV AVETIAPKELA TTAPAYOVIWY TTH-

énc, mou oényei o avénuévo kivéuvo aipoppayiacg: EQv évac amo Tou¢ mapayovIeG TOU oUOTH-

Hato¢ Sev AsToupyei owWoTA, TO ALUOOTATIKO oUoTNUA Unopei va Starapaydei ue anotéAsoua
Tov kivéuvo awuoppayiag n SpouBwong (Mnyn: Dahlback, 2000).

H wwddAuon eival n dtadikacia dtalutonoinong tou Bpoupou wwwdoug. To Ba-
OLKO OUOTATIKO TNG LVWOOAUONG elval n MAACUIvN, UL TIPWTEACH 0£PLvNG TTOU amoLkoSouEL

10 6iktuo WWVWdou¢. To Luoyodvo TTAACHLVOYOVO Elval TO MPOEVIV O yLa TNV TTAACHIVN Kal



UIopEL va LETATPATEL ATIO TOV EVEPYOTIOLNTH TTAACHLVOYOVOU LoTLkoU TUTou (tPA) i tov
EVEPYOTIOLNTH MAQCKLVOYOVOU TUTIOU oupokLvaong (UPA). MOALS oxnuaTtiloTtel, N mAaouivn
Slooma to WWwdeg, mapdayovtag mpoiovia anolkodounong tou vwdoug, onw ta d-dimers
(d-6uepn). OL avaotoAeic autrg TG Stadikaaoiag umtdpyxouv yla T puBULON TNG WVoSwAU-
TIKAG 060U. O KUPLOG PUGLOAOYLKOG AVAOTOAEC TNG TAACUIVNG gival To a2-AP (a2-plasmin
inhibitor, avactoAéag a2-mAacopivng). O avacToA€ag TNG EVEPYOTIOLOLUNG OO TN popPivn
wvobwAuong (TAFI) e€aocBevel tnv mapaywyn mMAacouivng adotou evepyomolnBel amod t
BpouPopodoulivn mou cuvdéctal pe t Bpoppivn, Tnv eAelBepn BpouPivn i mAaouivn. O
TAFI anopakpUvel ta KapBofu-teAdlkd kataAouta Aucivng amd to WWAOEC, e AMOTEAECUA
NV HELWHEVN TTapaywyn MAaopivng kot otaBspomoinon Twv BpouBwv mou TEPLEXOUV LVW-
6e¢ (Dahlback, 2000).

O avaoToA£ag TOU EVEPYOTIOLNTH TOU TAACHLVOyovou tuTou 1 (PAI-1) eivat ava-
otoA€ag tng tPA kal tng uPA. OAa Tl LOVOTIATLA TTIOU TIEPLYPAdNKAV TIOPATTAVW €ival aA-
AnAévdeta kat cupBaivouv mapaAAnAa petafl Touc. e pia GUCLOAOYLIKH KOTAOTOON, TO
QLUOOTOTIKO cUoTnua Bploketal og Looppomia Kal pubuiletal KAAd amo Toug MPOTMNKTL-
KOUG Kal aVvTLMNKTIKoUG mapdyovteg (Etkova 2A). EQv évag and Toug mopAayovteG TOU OU-
otiuatog 6ev AELTOUPYEL CWOTA, TO ALULOOTATIKO cUOTNUA Umopel va Statapaxbel pe amo-

TéAeopa tov kivbuvo atpoppayiag (Etkova 2B) 3 BpouBwaong (Dahlback, 2000).

1.2 Aepevvnon tng awoppayiog

H Slepelivnon ¢ atpoppayiag amattel mpooektiki ANPn Tou LoTtoplkol, KAVIKN e€€Taon
KOl Epy0OTNPLaKEG €EETAOELG. TO LOTOPLKO TOU aoBevoUg MpETEeL va mepAapPBavel Tept-
ypadn g alloppayiag Kot T cUVONKEG KATW amod TIG OMoleg oUVERN n alpoppayia. A-
KON, O LaTPOC Oa PEMEL VO SLOTILOTWOEL EAV UTIAPXEL OLKOYEVELAKO LOTOPLKO alLpoppayiag
(Rinder, 2003).

H kAwikn e€€taon pmopel va Swoel xpnoueg mAnpodopieg yla TNV mPogAeuon tTne
algoppayiag kat va fondnoel otn Slakplon HETALL alpoppaylog amd Ukpd ayyeia, onwg
elval n metexewwdng (oTkT) alpoppayia, Kal alpoppayiag and peydla ayysia n onolia,

ouvnBw¢, MpokaAel alpatwpata Kat mopdupa (LeyAAeg ekXUUwWOELS) (Pamtng, 2007).



Awpoppayio amno pkpd ayyeia tou S€ppatog, Twv BAEVVOYOVWY 1 TOU YOOTPEVTE-
pwkoL owAnva (I.E.Z.) telvel va mapatnpeital cuxvotepa o aoBeveig pue BpopBokuttapo-
TIEVIQ, TOLOTIKA EAAE(UUOTO TWV ALUOTIETAALWY, AYYELAKEG SLATAPAXEG KOl VOGO TOU von
Willerbrand (Parmtng, 2007).

H awoppayia anod peydha ayyeia, mou cuppaivel oe ouumayn opyava, apbpw-
OELG 1 HUG, OMWG lval n awpodhia A ) B, oxetiletal ouxvotepa pe ENewn mapayoviwy
™C¢ AENG. Onwg mpoavadépOnke, TTOANEG GOPEG, yla TNV APXLKN EKTILNON TNG AlLOPPA-
ylag, elval xpnolueg oL adpEC epyaoTnpLOKES EEETATELG ATTOKAELOMOU, OL omoieg adopouv
TN YeViKN aipatog, tov PT kat to PTT, e TOV Omoio avixvelovtal oL KATaoTtaoelg EAAeLPNG
Twv apayovtwy VI, IX kot XI kot ol tapayovteg évapéng tng evdoyevoug odou (Pameng,
2007).

OL SlatapayEg tng kowvrng odoL cuvemnayovtot avénon TGoo Tou Xpovou pobpop-
Bivng, 600 Kal Tou Xpovou UePLKNG BpoppomAactivng. Mia aAn Stabéowun e€étaon, ot
TEpIMTWOon algoppayiag, eivat o xpovog Bpoupivng, e Tov omolo HeTpdtal KateuBeiav n
HETATPOTN TOU Vvwdoyovou oe VwdEG Pe TNV pocBnkn e€wyevoug BpouPivng Kal EKTLUW-
VTOL N OUYKEVTPWON KAl N AELTOUPYIKN LKAvOTNTa Tou vwdoyovou. O xpovog porg mapa-
Telvetal amno tn OpopPokuttaponevia (atponet@Aia<100.000/ul) kat arnd molotikd eAAEip-

pota Twv atponetaiiwy (Rinder, 2003).



KedaAato 2: ALLOppayLKEG SLATAPAXES

2.1 Eidn awpoppaykwy datapoywv

H oudeteponevia sival £vag HELWUEVOG aplOUoG oudeTepOdI WY, Evag TUTTOC AEUKWV alL-
poodatpiwy. Ta oudetepodiha eival €va oNUAVILKO HEPOG TOU OlVOCOTIOLNTIKOU GUCTH MO~
TOC TIOU GUMPBAAAEL OTNV KATATIOAEUNON TwWV Baktnplakwy Aolpwéewv. H o kowvn attia
oudetepomneviag ival n xnuelobepareia mouv xopnyeital yia tn Beparmneia tou Kapkivou.
AM\eg attieg meplhapBdavouv tnv autodvoon oudetepormevia, To ouvépopo Shwachman-
Diamond kot tnv KUKAWKN oudetepomnevia (Bick, 2002).

H avoawpio mpokUMTeL amo pelwpévo aplbuo epubpwv alpoodalpiwy  atpoodat-
pilvnc, TNG MPWTEivng tou petadépet ofuyovo. H avatpio prmopet va mpokuPeL and EANewdn
oL pou, SPEMAVOKUTTAPLKI VOOO I} LECOYELOKN avalpia, KaBws KoL oo pia oelpd AAAwWY
KaTaoTdoewv Kal acBevewwv (Bick, 2002).

H Polycythemia vera (PV) sival pla katdotaon KoTd tnv onoia 0 HUEAOS TWV O-
oTwV TopayeL UTtEPBOALKO aplBuo epuBpwv atpoodalpiwv. Auti n avénon Unopet va au-
€noet tov kivéuvo oxnuatiopol Bpoppwv (Bick, 2002).

H avoooloyiknl Opoponeviky nopdpupa (ITP) sival pia kKataotaon Katd tnv o-
Tiolal ToL ALUOTIETAALA Xapaktnpilovtal we «EEva» Kal, w¢ K TOUTOU, Kataotpédovtal. Auto
propet va 06nynoeL o€ oAU XapNAO aplBud atponetaiiwy kot atpoppayia (Goodnight &
Hathway, 2001).

H Bpoppokuttdpwon avadpEpetal oe AuENUEVO aplOpd atpomeTaliwy. Av Kal TIg
TIEPLOCOTEPEC GOPEC, O AUENUEVOC aplOUOC apoTIETAALWY TTpOKAAELTAL OO KATL GANO Kall
Ba BeAtwwBel 6tav BeATLwOEL N UTIOKELEVN KATAOTOON, UTIAPXOUV TIEPLITTWOELG OTIWG N
ouolwdng BpopPokuttapatuia (ET), 6TOu 0 HUEAOC TWV 00TWV TTAPAYEL EEALPETIKA UYPNAO
aplOuo awomnetaiiwy, avfdvovtag tov kivbuvo avamtuéng Bpoupou alpatog Kal HEPLKEG
dopeg apoppayiac (Goodnight & Hathway, 2001).

H awpoppodthia gival pia KAnpovopkn mddnon mou €XEL WG AMOTEAECUO MELW-
MEVEC TTOOOTNTEC TIPOTINKTLKWY TIAPOYOVIWY, UE ATIOTEAECA TNV EUKOAN alpoppayia.

OL0papBol aipatog (BpopuBwon) unopsi va epdaviotolv ommtouSAMOTE 0TO WAL
2tov eykédalo, ovopaletal eykedaAlkd emelcodlo, otnv kapdld, ovoudletal kapdlakn

npooBoAn (A Eéudpaypa tou puokapdiou), evw n ev tw Babel pAefkn Bpoupwon (DVT)
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avadepetal ouvnBwg og BpduPoug aipatog ota xépla A ota modia (Goodnight & Hathway,

2001).

2.2 Aldyvwon alpoppayikwy dlatoapaxwy

H mpooektikn Kal evOeAexnG KAWLIKN afloAdynon eMTPENEL TNV ULOBETNON €vOg AoyLlKoU
oxeblou epyaotnplokng Stepelvnong. H xprion auvtwv twv efetdoswv dev umokablota
TIOTE TNV KALWVLKI EKTLMNON, SLOTL UTAPXOUV €VOEIEELG OTL OL SLAYVWOTIKEG EEETAOELG OEV
BonBouv otnv mpofAsPn pog atpoppayikng dtatapaxng, iwg otav epapuolovral adla-
Kpitwg (Gopinath, Skreekanth, & Yadav, 2014).

MNa kabe paon ¢ ALLOOTACNG UTIAPXOUV SLAYVWOTLKEG e€€TAOELC TTOU BonBouv
otn SLAKpLoN ULaG SLaTapaxnG TWV ALUOTETOALWY oo pa dtatapayxr tng néng. Ot e€eta-
OELG QUTEC mepAaBAvVOUV YEVIKN aipatog (YEVIKN alpatog) yla tnv eKTipnon tou aplbuou
TWV ALUOTIETAALWY, TN CUXVA ayvooUUEeVN eE€Taon emyplopatog nepldeplkol AlLaTog, TO
Xpovo mpoBpoupivng (PT), To XpOVO evepyomoLnpéVNG HEPLKNG BpopBomAaoctivng (APTT),
TO XpOvo BpouBivng Kal To Xpovo atpoppayiag i tTnv avaluon tng Asltoupyiag Twv atpo-
nietaAiwv (PFA) (Kitchen & Makris, 2005).

To PFA-100 eivat £éva 6pyavo ou avarmtuxonke ylo tnv afloAdynon TG CUVOALKNG
avtibpaong twv atwpomnetaAiwyv. To PFA-100 sivat e€atpetikd evaiocbnto otnv napoucia a-
omupivng kat pnopet va xpnotpomnotnBet yia tnv mapakoAolOnon TG avTLOLUOTETOALOKA G
dapuakeuTIKAG Beparmeiag. Xpnollomnoleital emiong yla Tov €Aeyxo Twv acBsevwv yla tn
vooo Von Willebrand, kaBwg kot yla dtatapaxéC tTng AETOUPYLOC TWV OLUOTETOAIWY
(Kitchen & Makris, 2005).

H yevikn aipatog Ba amokaAU el avwpalieg otov aplOpo Twv ALLOTETOALWY Kol
10 PAM aipatog Ba deifel tn popdoroyia Twv atlponetaAiwy, Ba amokAeiosl tnv mBavo-
TNTA CUCTNHOTLKAG VOOOU Kal AAAWV alpatoAoyilkwyv Statapaywyv. H evdoyevig 0806¢ tng
ninénc afloloyeital pe to APTT (duotoloyikr) Tiur 25-38 SeuTtepOAENTA), WOTE VA AVIXVEU-
ovtal Tuxov avwualieg. O xpovog poBpoupivng (ductoroyikn T 10-14 dsutepolenta),
afloloyel tnv e€wyevn 060 RENC Kal Tn Snuoupyla vwWdouUG, TToU aviXVEVETAL LE TO XPOVO
Bpoupivng (buctodoyikn tun 15-19 deutepodenta). Ta ducloloyika opLa eAEyxou Sladé-
POUV OO €pyaoTrplo os epyaotrnplo (Gopinath, Skreekanth, & Yadav, 2014).

10



O xpovog apoppayiog (puctoloyikn Tiun 3-9 Aemttd) f to PFA-100 avixveuouv pia
avwpaAia g Asttoupyiag Twy algomnetaiiwy. Qotodoo, lval oAU onuavtikod va dtacha-
Alotel 6Tl 0 aoBevrig ev AapPavel papuaka, OTWG ACTIPLVN, YL TAPASELYUA, Ta onola
elval yvwoto ot emnpedlouv tn ALToupyio TWV ALUOTIETOALWY UE ATIOTEAECHA VO TTOPOL-
TelveTal o Xpovog alpoppayiag kat va emnpealetol to anotéAeopa tou PFA-100. NapdAo
TIOU 0 XPOVOG aljoppayiag xpnowlomnoleital KAWIKA edw kal oxedov évav alwva Kol EXEL
TpomomnolnBel apkeTeG hopEG oe mpoomndbeleg BeAtiwong Tng aflomiotiag, eival n Alyotepo
aflomiotn ano tig e¢etaoelg Staloyng (Kitchen & Makris, 2005).

‘Eva oad£G TAEOVEKTN A ELlVOL OTL TIPOKELTAL YLOL La ammAn SoKLpaoia TG GUGCLKAG
oLooTaonG, cupnepAapfavopuévng tng ouUBoANC TOU TOLXWHATOG TOU ayyeiou. Altodeu-
yovtal emiong mbava aviutnkTika tTexvripata. Qotoco, n dokuaoia Sev cuoyxetiletal amna-
paitnta KaAd pe tov Kivduvo atpoppayiag, omote éva akpLBEC KALWVIKO LOTOPLKO ival LoLai-
TeEpa onpavtiko (Kitchen & Makris, 2005).

2TOX0¢ TwV SoKLwV Sladoyn elval, EMOUEVWC, VO artoKAAUOUV O YEVIKEC YPOLLL-
HEC TNV TNV TOU TIPOPBAOTOC Kal, KOTA CUVETIELQ, VA {NTHOOUV TIEPALTEPW Slepelivnon.
Mpénet va AndOet umoyn otL oL e€eTdoeLg apooTaong Sev ival Lovo TIoAVAPLOEC, aAAA
TauToOXpova Kal Samavnpég. OL e€ELOIKEVUUEVEG EPYAOTNPLAKEG EEETACELG B TIPEMEL VAL K-
TeuBuvovTal PHOVo amod TV apXLKA KALWVLKA EVTUTIWON KOl TA AMOTEAECUATO TWV BACLIKWY
SLoyvVwoTIKwV e€eTaoewy, dladpopeTika Ba omataAnBei moAUC xpovog, mpoomabeLa Kot oL-
Kovouikol mopol (Goodnight & Hathway, 2001).

O e€e1l8IkeUHEVEC e€eTAOELC UOpEL va tepAapBavouy, yla mopadelypa, LEAETEG
avapelEng o nepimtwon maboAoyikov PT } aPTT yla mepattépw MANPodPopLleg OXETIKA LE
™ $Uon ¢ BPAAPBNC. Eav OAec ot Baotkég e€etaoelg Staloyng ival puoLloAoYIKEC, TOTE SL-
KaloAoyouvtal EPEUVEG YL avemapkeLla Tou mapdyovta Xl kal avendpkela dAdpa 2-avit-
TAQLOLLLVN G, OL oTtoleg Sev avixvevuovTal He TG ouvnBelg e€etaoelg dStahoync. H avemdpkela
Tou napayovta Xl propel va Stayvwotet pe pla dokipacia dtahutotntag Bpoupwy Kat n
Spaotnplotnta tng dAda 2-avitmAacuivng Unopet va HeTpnOel pe pia xpwpoyovikn Sokt-
uooia (Goodnight & Hathway, 2001).

Oa npénel akoun va avadepbel OTL oplopévol aoBeveiG Le OPLOTIKO LOTOPLKO alL-
poppayiac, £xouv GpuCLOAOYLKA OIOTEAECHATA YLIa TIC Baoikég e€etaoelc Sltaloyng. Amat-
Teltal mepattépw SlayvwoTikn afloAdynon yla toug acBeveic autolg, WOoTE va EETOOTOUY

n Ama atpoppodiia kat n vooog Von Willebrand (VWD), 816t ot Aot awpoppodiAtkol
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pmopel va €xouv duactohoyikny APTT. EMOPEVWG, GUXVA UIMOPEL VO AMALTOUVTOL ETTOVOAOL-
Bavopueveg e€etaocelg yla tn Stayvwon tng VWD, 16lwg og NTILEG MEPLMTTWOELG, AOYw TG SLa-
kUpavong tou mapayovta Von Willebrand oto mAdopa (Abildgaard & Heimdal, 2013).

AuTO katadelkvUEL Kot TTAAL TN onpacia Tou MARpoug LotoplkoU. Edv OAeg ol e€e-
Taoelg Bpebolv duololoyikég, o acBevnc Ba mpémel va SiepeuvnBel yla avwpoAieg Tou
TOLXWHATOG TWV Lo OpwV ayyeiwy. Eva EAATTWA TOU TOLXWHATOC TWV ayyeiwv pnopet
va 08nynoeL og un ¢ucloAoyLKr alpoppayia mapd To Katd ta AAAA GUCLOAOYIKO cUOTNUA
nnéng. Asdopévou OtL Sev UTIAPXOUV AELOTILOTEG KALVIKEG SOKLUAGCLEG yla TNV aKEPALOTNTA
TwV ayyeiwyv, n dtayvwon e€aptatal anod éva uPnAo eninedo unoPiag, 0tav OAeG oL pya-
OTNPLAKEG eE€TAOELC lval Puololoykeg. OL dlatapaxég Twv apodpopwy ayyeiwv pmopel
va elval KANPOVOUIKEG, OTWG N KANPOVOULKA OLULOPPOYLKH TEAQYYELEKTOOIA KAl TO OUV-
Spopo Ehlers-Danlos, 1} emiktnteg, 6nwg n mopdupa Henoch-Schonlein, To okopBouto kat
10 ouvépopo Cushing (Gopinath, Skreekanth, & Yadav, 2014).

H 8layvwon Twv alpoppaylkwy dtatapaxwv Unopel va eivat SUokoAn. Ta atpop-
PAYLKA CUMMTWHATO E(VOL KOWVA OTO YEVIKO TTANBUGUO KOl OL CUUPBATIKEG EPYOOTNPLAKEG
Sdokipaoieg dev £xouv evaloBnaoia Kat elOIKOTNTA, L6IWC YL OPLOUEVEC QULLOPPAYIKEC SLa-
TapaxEC, OMwG oL Slatapaxeg tng WwdoAuonc. Ol Sokuaoieg Tou xpovou mpobpoupiving
(PT) ko Tou evepyomolnpéEVou PEPLKOU Xpovou BpopPomAactivng (APTT) deixvouv apketd
HEYAAN SlakUpAvVon OTNV AVTOTOKPLON ToU eTMESOU SPACTIKOTNTAC TWV TTAPOYOVIWY Kal
Ameg eAAei el mapayoviwy pmopel va dtaduyouv and autég tig dokiuacieg StaAoynic.
NEEG SLOYVWOTIKEC OTPATNYLKEG, OTIWG N 0PALPLKN OLLOOTACNG KOL N Yovidlwpatiky Sid-
yvwon eivat duvntikd ToAUTIMEG yla tn Sldyvwon TNG alLoppaylkwy dlatapoxwv

(Gopinath, Skreekanth, & Yadav, 2014).

2.3 K\wvikn) ene€epyaoia

H mAelovotnta Twv aoBevwyv pe auénpévn alloppayLlky TAoN TTPOCEPXETAL OTO YEVIKO La-
TPO. YIapxeL kivbuvog umepavaluong Twv acBevwy, KabBwg n unviatlpoppayia, n emiotaén
Kol N LWAWTEG avadEpovTal ouxva KoL oTov Yeviko mAnBuouod (Gopinath, Skreekanth, &
Yadav, 2014).

MeTa tnv nopamnopnr os l81KOG, oL aoBeVelg yeviKA utoBAaAAovTOL O O OTO-

Swokn Slayvwotik Stadikaoia mou apyilel He EKTETAUEVO LOTOPLKO QLUOPPAYLAG HE TN
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xprion evog epyaleiov afloAoynong alpoppayiog (BAT). Alddopa BAT €xouv avamtuyBei,
€K Twv omolwv to ISTH (International Society of lrombosis and Haemostasis) BAT sivaul et
TOU TIAPOVTOG TO AoV KaBlepwpévo yila evAALKeg aoBeveig, tn Babuoloyia BAT, to olko-
VEVELOKO LOTOPLKO Kal N xprion Gapuakwy OMwE Ta N oTtePoEeLdn avtipAeypovwsdn dap-
HOKQL, QVTLUITNKTIKA KoL CUMTANpwUata Slatpodrg anoteAoUV OnNUAVIIKEG TTUXEC TOU ava-

pvnotikoU (Gopinath, Skreekanth, & Yadav, 2014).
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Kedpahato 3: ZAVIEC QULUOPPAYLKEG SLATAPAXES

3.1 EMumoAaopog TWwV OTIAVIWY QULUOPPAYLKWY SlaTapaywyv

OL alpopPpaYIKEC SlatapaxEG UopEel va ival eite KANPOVOULKEC lte emikTnTeG. H épeuva
YLOL TLG KANPOVOULLKEG QLLLOPPAYLKEG SLOTAPOXESG TIAPASOCLOKA ETIKEVTPWONKE OE QLLOPPO-
bl AOYyw TWV KAWVIKWYV ETMUIMTTWOEWY TNG 0oBapng alpoppayiag Kat tTng oxeTka uPnAng
enintwong 1:10.000 yevvnoelg Lwvtwy yla tnv atpoppodlia A kat 1:60.000 yia tnv aop-
podWhia B (Gebhart, Hofer, Panzer, Quehenberger, & Sunder-Plassmann, 2018).

ImAvieg alpoppaylkéc dratapaxéc (Rare bleeding disorders, RBDs) amoteAovvral
and onmavieg dlatapaxeg Twv mapayoviwv nnéng (Rare coagulation disorders, RCDs) kot
Slatapaxeg g wwdoAuong. O emumoAaocpuog Twv dlatapoaxwyv TNE vwdoAuaong Sev eival
YVWOTOG, Kabwg £xouv meplypadel Lovo oe avadopEC Kol OELPEG TepUTTWoewV. Ot RCDs
avadépovral og eAAeielg tou vwdoyovou, mpoBpopPivng (FII), FV, FV&FVIII, FVII, FX, FXI
kat FXIIl. 2 avtiBeon pe TNV KAnpovouikn awpoppodria, ot RCD kAnpovopouvtal YeVIKA
WC AUTOOWULKEC UTIOAELTTOMEVEG SLOTOPAXEC, EKTOG Ao Tn SuoBpLvoyovalpia Kol OpLoUE-
veG epMTwoelg EAAeldng FXI mou pmopel va eival AUTOCWULKEG eTKPATOUOES (Gebhart,
Hofer, Panzer, Quehenberger, & Sunder-Plassmann, 2018).

Ot emutoAacpot Twv RCDs yla opoluywtia i cUVOeTn eTepoluywTia KU paivovTal
aro 1:500.000 €wg 1:2.000.000. Eival mio dtakpttég o MANOUOULAKEG OUAdeg e unAd
TIOOOOTO CUYYEVELAG. MEXPL OALEPQ, N KALVLKA TIPAKTLKI ETIKEVIPWVETAL LOVO O€ 0l0DEVEIG
pe ooPapég datapaxég ¢ nnéng (Gebhart, Hofer, Panzer, Quehenberger, & Sunder-
Plassmann, 2018).

Qotooo, anouolalouv Sedopéva amo TNV MPAyUATIKY {wr OXETIKA Ue TIg Slado-
PEC GUAOU OTIC ALUOPPAYLKEG SlaTapaxEC EKTOG amo tnv alpoppodhia. Eival evéiadépov
OTL UTtApXEL pLa Stadopd ota GUOLKA TIPOKANTLIKA cupBavta PeETall avopwy KoL YUVOLKWVY
TIOU Umopouv va mpodlaBéoouv og alpoppayia, ONMwe n EUINVog pUoN KoL O TOKETOC. H
HeEAETN aoBevwyv pe RBD €xel amoktroel peyalo evdladépov tnv tedeutaia dekaetia, Kat
ExeLdnuioupynBel Eva eupwmaikd LNTPWO yla Toug acBeveig pe RCD. H KAWVIKA KOV TWV
RBD eival motkiAn ,KUpALVETAL ATTO ACUUMTWHATLKA £w¢ ocoBapn autopatn atpoppayia. H

avadePOEVN CUCXETION HETAEL TOu emuESou SpacTnPLOTNTAG TOU MAPAYOoVTO Kol TOU
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Babuou atpoppayiag motkiAAel amnod woxupn Kot mpoBAEPLUN (yia vwbdoyovo, FX kat FXIII)
€Ww¢ oAU adUvaun ywa tnv EéAewpn FXI (Pervandi, et al., 2012).

To anelAnTkA yla tn {wr aLpoppayLkd emeloodia, Omwe n eykedaALkni atlpoppayia
Kall oL auBOpUNTEG alpoppayieg oToug HUEG Kat TI¢ apBpwoelg daivetal va epdavilovral
AlyOTEPO OUXVA O CUYKPLON UE TNV alpoppodiia. Qotdoo, n peyaAn petaBAntotnta pe-
TagV Twv enuépout RBD kablotd aduvato va BewpnBouv autég oL SlatapaxEg we pia o-

pada acbevwv (Pervandi, et al., 2012).

3.2 KAVIK@ XapaKTNPLOTIKA TWV OTIAVLWY ALOPPAYLKWY SLaTapaxwy

OL aoBeveic pe ouyyevr wwdoyovatuia macyouv amod pia Loofla coBapn OLLOPPAYIKN
Taon. H alpoppayia pmopel va epdaviotel g OAOUC TOUG LOTOUG Kal CUXVA TTapouaLaleTal
o€ VEOYEvvNTa LE aloppayia otov opudaAilo Awpo. EmumAéov, ol acBeveic pe wvwdoyoval-
pla elval evaAwtol o auBopuUnTn PNEN OMARVAC, KAKr EMOUAWON TPOUUATWY KAl ava-
TITUEN OOTIKWV KUOTEWV, PE TNV EVOOKPAVLOKN alpoppayla eival n kUpla attia Bavatou
(Schuijt, et al., 2013).

Ol yuvaikeg ouvnBwg xpelalovtal Beparmeia umoKATACTACNG KATA TN SLAPKELA TNG
gyYKupoouvnc yla va anodpeuxbel n amoPoAr). EmutAfov, ot acbeveic datpéxouv kivbuvo
yla avamnrtuén aptnplakwy kat GAeBikwv BpopposppoAikwy emmAokwyv. OL aoBevelg pe u-
noPBpvoyovatuia eivat cuviBwg Alyotepo cupntwpatikol. Ot aoBeveic pe Suolvwdoyoval-
pio prmopel va eival acUUMTWHATLKOL, val €XOUV aLLoppayLKA TAOoN i Taon yla Bpoupfwon
(Schuijt, et al., 2013).

H coBapn éA\ewdn Fll 06nyet og €vtovn tdon alpoppayiag, evw oL etepoluyol €i-
val cuvABw¢ acuumTtwuatikol. Qotdoo, N UTIEPPOALKNA alpoppayiol LETA Ao EMEUPBATIKES
Sladikaoieg pmopet va mapatnpnOel os etepoluywteg. To eAdyloto eninedo dpactnplotn-
TOG TOU TIOPAYOVTA VLA VAL TIAPOEIVEL ACUUMTWUATIKOG €lval TPog To tapov ayvworto. E-
niumAéov, €xouv meplypadel aobeveic pe duompoBpopPivaipia, ol omolol £xouv xaunAn
SpaotikdtnTa tou Fll aAAd ductoroyika enimeda avtiyovou Fll. Autol ol acBeveig pumopet
VO NV €XOUV aljoppaylkn taon, aAAa auvénuévo kivbuvo Bpoupwong (Abildgaard &
Heimdal, 2013).
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OL meploootepol aoBeveig pe avendpkela FV €xouv povo Nra €éwg HETPLA TAON
alpoppaylag, akoun kot o mepintwon coPapng EANewpng FV. To ehdyloto eninedo dpa-
OTIKOTNTOG TOU TOPAYOVTO YLO VO TIAPOUEIVEL OCUUTTTWHATIKOC €ival 12% (Maroney &
Mast, 2015).

O unoAeutopevog FV twv atponetaAiwv pnopet va nailel poAo otov Ao ¢avo-
TUTIO OULPOPPAYLOG KOL TNV KALVIKY ETEPOYEVELD TwV acBevwy pe ENewpn FV. EmutAéoy, oL
ooBeveig pe avenapkela FV €xouv xaunAa enineda TFPI Adyw tng duololoyikng ouvdeong
tou TFPI pe tov FV. Autd ta xapnAa enineda TFPl pelwvouv onUOVTIKA Ta EAA)LOTA ETi-
neda FV ywa tnv eniteuén duactooyikng mapaywyns Opoupivng kal cuvenwg neplopilouv
TO alpoppaylka enelcodia. H atpoppayia Twv BAevvoyovwy Kot n SEPUATIK alpoppayia
elval ta mo cuvnBlopéva cupntwpata Twyv acdevwv pe ENewpn FV (Maroney & Mast,
2015).

OLaoBeveig pe ouvduacopévn avemapkela FV kat FVIII §gv €xouv o coBapr taon
aloppayiag o oxéon He ta atopa pe EAewdn FV i FVIIL H taon awpoppayiag eivat ouvn-
Bwe N Ewg HETPLA, HE KUPLw SepUaTIKA aloppayia, alpoppayia tou BAevvoyovou Kal
oLopPaYLa LETA ATIO XELPOUPYLKEG EMEUPATELS, e€aywYEC SOVTLWV Kal Tpavpata. QoTooo,
Umnopet va mapatnpnBouv mo coBapd CUUMTWHOTA OTIWE N ALLAPBpwon Kal n HUikn at-
poppayia. Mpoéodata, avakaAudOnke 0tL Evag XaunAog FV eivatl wdEALUOG 0 aUTOUG TOUG
000eveig Kal BEATIWVEL TNV TAON alpoppaylag, mou mpokaAsital and ta xapnAd enineda
TFPI. Otav npootiBetal FV oto mAdopa avtwyv Twv acbevwy, n mapaywyn Bpoupivng ma-
padofwe petwvetal, Aoyw tng e€aptwpevnc amnd to TFPI avimnktikig enidpaonc (Rijken &
Lijnen, 2009).

H kAwikn ekénAwon tng avemnapkelag tou FVII elval eTEpoyevnC KoL UTTAPXEL pLa
a0Beviig ouoxEtion peTaly Tou Baotkov emumedou Spaotnplotntag tou FVII kat tng atpop-
payLKNE TaonG. O dpavotumog TnG atpoppayiag sival e€alpeTikd LETOPANTOG, LE ALUATW-
pota Kal alpapOnpia, ald kot emiotagn, eUKOAO pwWAwTa Kal Bapld EULUNVOPPUCLOKK alL-
poppayia ot yuvaikeg. Evbokpaviakn atpoppayia €xet emiong neplypadel, 1biwg oe mat-
S1a. To glayloto eminedo SpactnPLOTNTOG TOU MAPAYOVTIA OE VO TIOPAUELVEL TO ATOUO a-
naAAaypEvVo amnod atpoppayia eivat epimou 25% (Rijken & Lijnen, 2009).

H coBapn atpoppayia ivat cuxvr o acBeveic pe EAewn FX pe enineda Spaott-
KOTNTAG TOU Tapdyovta KAtw oo 10% kat mephapBavel apoppayio anod tov opudaiLlo
Awpo, evdokpaviakn aloppayia, alpoppayia ot apbpwoslg Kal TIC HUIKN alpoppayia,
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alpoppayia Tou BAevvoyovou Kal UTEPPBOALKH QLLOPPOYLa LETA OO XELPOUPYLKN) ETIEN-
Baon N tpavpa. Ta etepoluya ATOA UMOPEL ETIONG VA £XOUV aLpoppayLkn Tacon (Gardiner,
et al., 2017).

H avenapkela FXI elval n o Ama ano ta RCD, pe HWAWTEG, emioTan KAl EUMN-
vOppOoLa WG TLG TILO CUXVECG EKONAWOELC. € OpLOPEVOUG 00DEVELG Le coPapr) aveEMAPKELD
FXI, €xel avadepbel ouvduaoudg tng EAewdng FXI kat tng véoou von Willebrand, mou o-
dnyetl og o coPapn atpoppayikn taon. Qotdco, auto £xel SlamotwOel povo oe pia ava-
dopa kot dev €xel Bpebel umokeipevn (yeveTtikn) cuoxEtion. Oa Umopoucoe va gival éva
OUUTITWHOTIKO eUpnua dedopévou tov uPnAod emumolacuo tng VWD otov Gpuololoyikod
mAnBuopo. NapoAo mou oL aoBeveig pe coPapn FXI eival emippeneic otnv alpoppayia, ot
€TEPOlUYWTEG UIMOPEL va opoucLalouV aLoppayLkn taon eniong. H awpoppayia epdavi-
letal Kupilwg oe TtepLoxEC e uPnAn vwdoAutikn Spaotnplotnta, dnAadr oto BAevvoyovo
KOl alpoppayia PETA amo tpavpa f emeppatikég Stadikaoieg (Gardiner, et al., 2017).

To potifo wwdoAUTIKNAC alpoppayiag pmopel va odpelletal ev HépeL otn XapnAn
napaywyn Bpoupivng mouv odnyel oe xaunAotepn evepyomnoinon tng TAFI. ErutAéoy, évag
avegaptntog amo tn OpouPivn pnxaviopodg mou odnyet oe avtiotaon otnv TAFI daivetal
Va UTIAPXEL O AUTOUC TOUC aoBeveic. AUTO eival KALVIKA onpovTtiko, kabBwe n ISTH BAT tng
aoBevwv pe avendpkela FXI cuoxetiletal 1000 pe TNV evepyormnoinon tou TAFI mou mpoka-
Aeital ano tn Bpoppivn 6oo kat pe tnv TAFI (Gardiner, et al., 2017).

OL aoBeveig pe coBapn EAewpn FXIII mapouoialouv cuxva alpoppayia anod tov
oudaiio Awpo. H taon ya awpoppayia epopou Lwng eival cofapn Kal n evOOKpavLaK)
awoppayia eivat ouxvn. EmumAéov, ol acBeveig pmopel va mapoucLdcouV HELWUEVN ETOU-
AWON TPOUPATWY KOL OL YUVALIKEC UIMOpEL va Tapoualdcouv arnoBoAn Adyw TnG amokOAAn-
ong tou mAakouvta. OL eTepolUYWTEC UMOPEL VA TapoucLAlouV ETILONG ALLOPPAYLKH TACN
(Gardiner, et al., 2017).

O FV Amsterdam mpokaAeital amnod pio pet@AAaén pe kEpdog amod tn Asttoupyia
oto yovidlo FV mou odnyel o€ évav petaAayuévo FV mou €xel au€nuévn cUYYEVELA YLO TOV
TFPI, mopateivovtag Tov Xpovo NUILwNE Kal cUYKEVTpWONG tou TFPI, pe amotéAeoua co-
Bapd pewwpévn mapaywyn Bpoupivng kat taon yla alpoppayia (Rydz & James, 2012).

OL maBodpUCLOAOYLKEG KATAOTACELG TNG OVWOOAUONC e auénpévo Kivbuvo atpop-
payilag ival pa pelwpévn avaoTtoAn tng wwdoAuong Aoyw EAAelng evog amod Toug KO-
pLou¢ avaoTtoAeic (a2-AP kat PAI-1) 1 n avénon TnG evepyomoinong Tou TAACHLVOYOVOoU
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Aoyw mepiooetag tPA i uPA. H adBovn mapouaoia uPA pmnopet va mpokAnBet amod avénuévn
ékdpaon TnG UPA ota aoMETAAL, YVWOoTH we Statapaxn Twv atgonetaAiwv Quebec. O
OLLOPPAYLIKOC PaLVOTUTIOC TWV 0.00evWV e LOWVOAUTIKEG SlaTapaxEG xapaktnpiletal anod
KaBuotepnuévn alpoppayio LETA amd TPAUUA, XELPOUPYLKN EMEUBACT KoL 0SOVTLATPLKES
eneuPaoelc. H alpoppayia oe meploxeg pe uPnAn wwdoAutikr Spaotnplotnta ival emi-

ong ouxvn, ONwg n eppnvoppola (Rydz & James, 2012).

3.3 Alax€eipLon omavIwy aLLOPPAYLKWY SLaTapaywyV

H Bepamneia twv acBevwy pe RBDs Baciletal Kuplwg 0T YVWHN TWV EUTELPOYVWUOVWV Kal
OXL O€ QUTA TWV E8LIKWV KateuBuvTHpLWVY ypapupwyv ou Bacilovtal os anodeifels. H pa-
Kkpoxpovia poduAaln dev eival anapaitntn. Qotdéco, os aobeveic pe coPapéc eAelelg
Tou wwdoyovou, Fll, FVII, FX i FXIII urmopel va xpelaotel mpwtoyevr) mpodpuAagn yla tnv
arnoduyn cofaprc auBopuntng atpoppayiag. MoAAd BepameuTikad MpoidvTa ToU XPNOLUO-
molouvtal elval pn €81KA, OMWE TO TMAACUA, TO CUUTTUKVWHA UUTIAOKOU TtpoBpoupivng
Kol To Tpavefa ko oL (TA), KaBw¢ Ta ELGLIKA CUUTTUKVWHOTO TTopayovIwy dev sivatl dla-
B€oua yla 6Aa ta RBD (Sivapalaratnam, Collins, & Gomez, 2017).

H aipoppayia tou BAevvoyovou avtipetwriletal pe tn xpnon TA. lNa mio cofapn
awgoppayia kot tpoduAaln yla eneppatikeg Stadkaoieg, dSlatiBevral EL6IKA CUUMTUKVW-
pota mapayovtwy yia tnv EAewn wwwdoyovou, ENewdn FVII, ENewdn FX, éAewdn FXI kat
ENewpn FXIII. Ztnv éAewpn Fll, pmopel va xpnotpomnotnBel CUUNMUKVWHUA CUUTIAEYLATOG
npoBpopfivng, evw yla acBeveig e EéANAewdn FV 1o mAdopa eival n povn dtabéoiun Bepa-
nela. H Bepaneia twv dtatapaywv tng vwdoyovoAuong cuviotatal pe TA (Sivapalaratnam,
Collins, & Gomez, 2017).

H mpwtoyevng auootaon, N SeUTEPOYEVAG ALUOOTACN KAl TO WVWOOYOVOAUTIKO
cuoTnUa eival Ta Tpia KUPLA CUCTATIKA TNG TINENG TOU alpatod. AUTEG oL TTOAUTIAOKEG SLa-
Skaoleg £€xouv W pOAO va EUTINPETHOOUV £Va ONUAVILKO KOLVO OTOXO YL VO OTAUATHOEL
N avemBuuntn alloppayia Kot va anodpeuxbel o MePLTTOC OXNUATIONOG OpOuBwv. Z€ yevl-

KEC YPOMUEG, N WvwdoyovoAuon eival n dtadikaoia Stalutonoinong tou BpouBou wvwdouc.
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H Stadwkaoia pubpuiletal pe akpifela amod Toug EVEPYOTIOLNTEG, AVACTOAELG KOl CUMTTAPA-
YOVTEG yLa T Statrpnon Uag euvaiodntng wwoppormiag. Mio emLOKOTNGON QUTHG TNG LOOPPO-

nilag anewkoviletal otnv Ewkova 3 (Dahlback, 2000).

l Plasminogen

h 4

Fibrin b FOP
| TAFI

Ewkova 3: Aneikovion wvwéoyovoAuong. Mapouvoialstal n aAAnAenidpaon ustaév evepyornotn-
TWV KOl VOOTOAEWV TNG (vwdoyovoAuaong in vivo katd tnv oxnuatiouo 9pouBou wvwdoug Ueta
arno BAa6n tou evéodnAiou. MNado@uotloAoyikég oUVINKES THE I(vwSoyovoAuone Ue auénUEvo
kivéuvo aupoppaylkwy Statapaywyv ivat n HELWUEV avaoTtoAn tn¢ tvwdoyovoAuons Adyw a-
VETTAPKELOG EVOC IO TOUG KUPLOUG avaoTtoAeic (a2-AP kau PAI-1) n pia avénon tng evepyonoin-
on¢ Tou nAaouivoyovou Aoyw niepioociac tPA n uPA. H apdovn napoucia uPA uropei va npo-
KAnOei ano tnv avénuévn ékppaon tn¢ uPA ota aiuoncstdAia, yvwotn ws Quebec diatapayn
Twv awponetadiwv. (Plasmin = MAacuivn, Plasminogen = MAaouiwvoyovo). (Mnyn: Dahlback,
2000).

To Baowko cuotatiko tnG Wwdoyovoluong eivat n ALV, Pl TpwTedon oepi-
vNG. TTou amodopel To vwde¢. To Lupoyovo TAACHLVOYOVO €ival To TPOEVIU O TNG TIAACHL-
VNG KOl UIMOPEL VO LETATPATIEL ATIO TOV EVEPYOTIOLNTH TTAQGLVOYOVOU LOTIKOU TUTIoU (tPA)
1 To MAaoLVoyovo Tumou oupokivaong (Dahlback, 2000).

O tPA ouvtiBetal kat ekkpivetal Kuplwg amo ta evboBOnAlakd KUTTapA KAl N OTtE-
AevBépwon puBuiletal amo noAanAa epebiopata, cupneplappBavopuévng tng Bpoupivng.
Amouoia wwvwdoug, o tPA gival évag moAU acBevr¢ evepyomoLnTH ¢ TOU TTAACHLVOYOVOU, W-
0TO00 N KATAAUTLKA TOU LKAvOTNTa £ival o peyalo Babuod avénuévn napouvcia wwdoug.

Y€ aQUTH TNV KOTaotaon to WWwoeg Sieyeipel tn Sk Tou amowkodounon (Dahlback, 2000).
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To uPA pmopel va evepyomoloeL AMOTEAECHATIKA TO TAAGLVOYOVO TOCO TTOPOU-
ola 600 Kkal anmoucia Wwdoug, ald €xeL TOAU XaUNAOTEPN OCUYYEVELA yLa TO WVWOEC O€
ouyKplon Pe to tPA. MOALG oxnuatiotel, N mAaopivn dltaomd to WwoEeG Ye anotéAeoua va
napayxBouv npoiovta anokodopnong tou wvwdoug (FDP) (Goodnight & Hathway, 2001).

OL avaoToAeic, amo tnv GAAN TTAEUPQA, UTTAPXOUV YLa TNV EELCOPPOTINCH TNE OLOL-
00taong tn¢g Wwdoyovoluonc. O avacToA£ag TNG EVEPYOTOLOLUNG poupivng TnG vwdoyo-
voAuong (TAFI) petplalel tnv mopaywyn mAaopivng adou evepyornonBel and tn Bpoufivn,
NV MAaopivn f tv Bpoppopodoulivn ouvbedepévn pe Bpopupivn. O TAFI adalpel Ta kap-
Bofu-teAka katalouta Aucivng amod 1o WWAOEG, UE QATIOTEAECUA TN MEWWUEVN TTAPAYWYN
TAQ.oULVNC Kal Tn otaBepomoinon Tou vwdoug Ttou TiepLéxel Bpopoug. O avaoToA£ag Tou
EVEPYOTIOLNTH) TOU MAaouLVoyovou turou 1 (PAI-1) eival évag avactoAéag tou tPA kat uPA.
Ot avaoTtoAeic Tn¢ mAaopivng eivat n a2-avtutAacpivn (a2-AP) kal n a2-pakpoodatpivn
(a2-M). O kUpLog HUGLOAOYLKOG OVACTOAEQC TNG MAQCUIVNG elval n a2-AP. ITnv nepinmtwon
TIou N MAaopivn oxnuatiletal os meplooela og oxEon Ue TNV a2-AP, n mAaopivn e€oubete-
pwvetaL ano tv a2-M (Goodnight & Hathway, 2001).

Jtnv Ewova 3 anetkoviletal n aAAnAemnidpacn HeTafl EVEPYOTIOLNTWV KOl QVOL-
oToA£wV TNG WVwdoyovoluonc in vivo KOTA TNV oxnUATIopo Bpoupou wvwdoug petd amnod
BAGPN tou evéoBbnAiou. MabBoducloloykeég cuvOAKeG TNG LvwdoyovoAuong Ue auénuévo
KivOuvo alpoppaylkwv Slatapaxwyv eival n HEWUEVN avAoToAn tTng wwdoyovoAuong
AOYW QVETIAPKELOG EVOG OTTO TOUG KUPLOUG avaoToAelg (a2-AP kat PAI-1) A pa avénon g
gvepyomnoinong Tou mAaouivoyovou Adyw mepiooslag tPA i uPA. H adpBovn mapouacia uPA
uropet va tpokAnBel and tnv avénuévn ékbpaon tng UPA ota ALUOTETAALA, YVWOTH WG
Quebec dwatapayn twv atponetaAiwv (Dahlback, 2000).

H avendpkela tou TAFI Ba 0dnyouoe Bewpntikd oe untepxoAepuBbpomoinon Adyw
HUELWHEVNG aVAOTOANC TNG WwWSOYOVOAUTIKAG 060U, aAAad bev €xel meplypadel mote otn PL-
BAloypadia. Ta movtikia pe avenapkég TAFI dev mapouciaocav taon atpoppayiag. Avti-
Beta, upnAa enineda TAFI €xouv €xouv meplypadel oe aoBeveig pe tdon alloppayiog
(Abildgaard & Heimdal, 2013).

Qotooo, debopévou otL o TAFI evepyormoleital amnoé Bpoufivn, dtatapaxEg tng mi-

€nG mou 06nyouV o HELWUEVO OXNUATIONO BpopPivng UIOpEL va TIPOKOAEGOUV PELWHEVN
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evepyonoinon TAFI, o6nywvtag €tol oe umtepxoAepuBpormoinorn. Mpoteivetal OTL AUTO CU-
BaAAeL otov alpoppaylkd dpatvotumo oe acBeveic pe EAeldn mapayoviwy mnEng, onwg
otnv atpoppodiia ) otnv EAAewdn tou napayovta Xl (Abildgaard & Heimdal, 2013).

H dlayvwon pog umepvwdoyovoAUTIKAG ALLOPPAYLIKAG TAoNG apdlopnTeltal ano
™V EANAeLPn €Tl TOU TOPOVTOC SLABECLUWY KOL ETIKUPWHEVWY EPYACTNPLOKWY EEETACEWV.
Mua SuokoAia otnv avamtuén pag pebodou dokiaciag Stadoyng tng wwdoyovoluong
elval n xapunAn apxikn WwwdoyovoAuTIK LKavOTnTa AOYyw TN Mapouaciag tvwdoyovoAuTL-
KWV avVO.OTOAEWV 0TO MAGoUa. AuTO pmopel va eTAUBEl ev pépel e tnv ofivion tou AQ-
OMOTOG, £TOL WOTE TO TMAACWO VO ATIOKTHOEL TTIEPLOCOTEPO LVWEOYOVOAUTLKO Xapaktipa (AL-
yotepo e€aptwpevo ano tov PAI-1) (Kitchen & Makris, 2005).

Mo Ao TIG TILO GUXVA XPNOLUOTIOLOU LEVEG EPYAOTNPLOKEG SOoKLUAGieg SLahoyng
elvatl o xpovog Auong BpouBwv euyhoBoulivng (ECLT), mou kataypddeL TNV XpOVo UEXPL
TNV OMTLIKN AUGN Tou KAAopaToG euyAoBoulivng o éva cwAnvaplo. 2uvBwg cuvtoueUETOL
o€ MePUTTWOELS auénuévng BpouBwong. Qotdoo, Aoyw EAAelPNC GUVOALKNE ETILKUPWONG,
€vag GUCLOAOYLIKOG puBUOG euyAoPBouAivng xpovog Auong Bpoupou Sev amokAeiel Tnv ume-
pdwvoyovoAuon. H poumnoglaoctoypadia (TEG) kat n meplotpodikny OpopBoslactopstpia
(ROTEM) alohoyouv TiG LEWOOEANOTIKEG OAAQYEC UETA TNV EMAVOOUCCWHUATWON KAl TNV
npooBnkn evepyomolntwyv MAENG o€ OALKO aipa. XpnoLwlomolouvTal KUpLwG WG ONUELAKES
SoKlpaoieg MNKTIKOTNTAC 0€ POlLKr) ATWAELN OLLLOTOC OTO TN A ETELYOVTWV TTEPLOTATIKWV
Il 0TO XElpoupyeio. QoTdo0, N avaTAPAYWYLLOTNTA TOUG elval dTwy Kal analttouv eEeLdL-
Keupévo e€omAlopo (Rydz & James, 2012).

OL avaAuoelg BoAoTnTOG MAACUATOG LETPOUV TLG AAANAYEG OTNV OTTTLKY TTUKVOTNTA
HETA amod tnv €vapén tng mnénc. Eival evaioBnteg yia ta enineda oto mMAAopa OAwWV Twv
BpouBoAUTIKWY TPWTEIVWYV €KTOG amod tov tPA, kaBwg o tPA mpootiBetal yia tnv mpokAnon
™N¢AUoNG. OLTTapATETAUEVOL XpOVOLAUONG Tou BpOpBoU 0To MAGCHA TTOU LETPOUVTAL O)E-
Tilovtal pe tnv unowvwdoyovoluaon kat €xel anodelxBel o6tL auv€davouv tov kivbuvo dAefiL-
KNG Kal aptnplakng BpouBwong. OL pewwpévol xpovol Avong Bpoupwy, amd tnv aAAn
TIAEUPQA, UMOPEL VA avTavakAOUV SLADOPEC OLLOPPAYIKEC KATOOTAOELC TTOU TIPOKAAOUVTAL
ano tnv unepwvwdoyovoluon. H cuvoAlk WwdoyovoAUTIKA LKAvOTNTA 0 OAOKANPO TO

atpa eivat pa aAAn Sokpaoia tng vwdoyovoluonc. Eva MAEOVEKTN A AUTAG TNS HeBOSou
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elval otL 6ev mpootiBevtal evepyonolnteg g wdoyovoiuong. H dokipaoia eivat evai-
00NN ylo avwpalieg otnv dpaoctikdtnta Tou t-PA, Tng dpactikdtntag tou PAI-1 kat Tng
Spaotikdtntag tou TAFI (Rydz & James, 2012).

Ol oUVOALKEG avaAUOELG UTtopel va elval XprioLUEG 0TO PEAANOV, WOTOCO TPOG TO
napov dev eivat SLaBEoiueg yla KAk xprion. TAFI, a2-AP, PAI-1, tPA kat uPA pmnopouv va
HETPNOOUV oTo atpa pe TN xpron dokaolwy emPefaiwong Kot EMITPENOUV TNV TIOCOTL-
KOToinon Twv EMUMESWV AVTLYOVOU Kal §paoTikOTnTag, dAAG QUTEG oL SoKlpaoieg dev ival
S100€01ueC o€ KABE EpyaoTAPLO Kal SEV UTIAPXEL CUVALVEDH OXETIKA LE TO eTtiMeSO yLa ToV
TPOCSLOPLOUO TWV amokAioewv (Rydz & James, 2012).

H Bepamneia Twv atpoppaylkwyv dtafnudatwy mov odpeilovral os umepvwdoyovo-
Auon ylvetal Pe avtvwS0oyovVOAUTLKOUG TTOPAYOVTEG OTIWE TO TPAVEEAULIKO OV 1) TO €-OUL-
vokampoiko o€u. Mpokettal yla avaioya tn¢ Aucivng mou UAoKApouV TiG B€oelg S€opeu-
ong Aucivng Tou MAaopLVoyovou, avaoTtEAAOVTOG T SECUEUOH TOU MAQCLVOYOVOU O LVW-
6e¢, obnywvtog o PELWHEVN evepyomoinon tou TAaopwvoyovou (Bashawri & Ahmed,

2007).
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KEDAAAIO 4: Aioppaylkeég StatapaxEg kat Bepaneia

4.1 Avenapkela a2-avtmAaopivng

H a2-avtuthacpivn (a2-AP) eivat o kKUpLo¢ pucLloAoyLlKOG avaoToAEaC TNG TTAACSUIvNG. H a-
VETIAPKELX UIopEL va odnynoel oe adBovn mapoucia MAACUIVNG KAl EMOUEVWE VO TIPOKA-
Aéoel urtepBoAikn atpoppayia (James, McLintock, & Lockhart, 2012).

To a2-AP eival HENOG TNG OLKOYEVELAC TWV OVACTOAEWV EVIUWYV OEPTIVNG KAL OU-
vtiBetal oto nmap. To yovidlo tou a2-AP Bploketal oto xpwuoéowua 17. H mpwtn mepi-
ntwon EMewdng a2-AP dnupootevBbnke to 1978 o 0.0Bevr HE PETATPAUATIKI Kol auBop-
UNTN alpoppayia. H avemapkeLlo oVOUAOTNKE TOTE vOoo¢ Miyasoto armod To EmwVULo Tou
000evoUG. MEAETWVTAC TNV OLKOYEVELQ, SLamLoTwONKe OTL N dtatapaxn autr Atav mbavo-
TATA KANPOVOULKI QUTOOWHLKN UTIOAEWMOUEVN. H ouyvotnta gudaviong tng a2-AP-ave-
TIAPKELAC elval ayvwotn, aAAd eival oAU omavia (James, MclLintock, & Lockhart, 2012).

Mua opoluywtikn éANAewdn odnyel cuvnbBwg oe coPfapd ALULOPPAYLIKA CUUMTW-
HOTO, KUPLWG LETA OO TPAUHA KOl LLETA aTto XELPOUPYLKA EMEUPAON | LETA ATtO 08OVTIKEC
e€aywyEG. Movo 3 evnALKeG yuvaikeg €xouv meplypadel pe opoluywtikr a2-AP avemnadp-
Kela. Q¢ ek TOUTOU, O EMUTOAACUOC TNG EPnVoppayiag dev umopolos va UTTIOAOYLOTEL. Q-
01600, U0 amod TIC AUTEC OL TPELG YUVAIKEG Tapousiooay EupnvoppoLa, onote gpaivetal va
elval éva oxetikod Bpa (Bick, 2002).

Elval evSladEpov otL Exouv eplypadel TOAAEC 0l0DEVEILG e EVOOUUEALKA QLUATW-
pota, éva aocuviBloto Tumo alpoppayiag. BpéBnkav cuvolikd 104 dtoua pe €tepoluyn
02-AP avendpkela. AuTa T Atopa lyav ite cUPMTWHATA OLOpPAyLaC eite elvat LEAN TNG
OLKOYEVELAG EVOC YVWOTOU OHoluywTikou acBevoug (Abildgaard & Heimdal, 2013).

OL 0OPBapPEC ALLOPPAYIKEC TAOELG, OTIWG OL YOLOTPEVTEPLKEG QLLOPPOAYLOl KOl OLLOpP-
payia tou opdaiiou Awpou €xouv emiong meplypadel oe dtopa pe etepoluyn a2-AP €A-
Aswpn. EVw Ta TILO KOLWVA OLLOPPAYLIKO CUMMTWHOTO O€ ATOMO e ETEPOLUYN a2-AP avemnadp-
KELOL ATOV UETEYXELPNTIKA KOL LETATPOAUMATIKA. H avaokomnnon tng BiBAloypadiog £6elée
OTL €lval AyvwoTo av oL yuvaikes pe etepoluyn a2-AP avendpkela epdavitouv upnAd mo-

0OO0TA LOLEUTLKWY ETLTAOKWYV, KaBwg dev €xouv meplypadel oxedov kaBoAou eVAALKEG yu-

23



VALKEG KOl EYKUMOOUVEG. YTIAPXOUV OPLOHEVEG AVOPOPES LE OXETIKEG LALEUTIKEG QLLOPPA-
VIKEG ETMUTAOKEG TOGO o€ 0Oluyn 000 KL O€ €TEPOLUYN QVETAPKELA, TTOU 0&ynoav o€ a-
mtoBoAn koL TPOwPo TOKeTO (James, Mclintock, & Lockhart, 2012).

JUVOALKQ, N opoluyn a2-AP avenmdapkelo OXeT(ETAL e coBapr) alLOpPAYLKA TACN
Kol evOEXOUEVWES UPNAOG TTOCOOTO TWV YUVALKELWV ALUoppayLKwV TTpoBAnudtwy. Ol atpop-
PAYLKEG EKONAWOELG O ATopa e eTEpOlUYN a2-AP éNAewn meplypadovtat Alyotepo ot
BiBAloypadia, wotdoo dev epdavilovral (James, Mclintock, & Lockhart, 2012).

H dyvola oXeTIka e TNV a2-AP avemapKeLo Umopel va 08nynoEL 0 UOTIUNGN TNG
Sdlayvwonc. Evw pmopel va emubelvwBel amod tnv ENewn avwpaAlwy oTLG SoKLUaoieg dla-
Aoync. O BpopupBoc euyAoPBoulivng eival cuvnBwe HelwPEVOG, aAAG pmopel va eival puaoto-
AOYLIKOG TO0O o€ Popeig 600 Kal g opoluyoug aobeveic. Evag Adyog yla autr T XaUnAn
gevaloBnoia yia tnv a2-AP avemdpkela pnopel va eivat n EAewn geumAoutiopol ¢ o2-
AP oto kKAdopa tnG euyAoBoulivng LeTd tnv ofivion Tou mMAdopatog (Young, et al., 2013).

Otav umdpyel urtoPia yla avemapKela He Baon HeElwPEVO xpovo Auong BpouBou
Ka/rj UTOTTO LOTOPLKO, Ba MpPémel va Slevepyouvtal kateuBuvoueveg Soklpuaocieg emipe-
Baiwong tng a2-AP. Mwa éANAeldn pmopel va eival eite moootikn (tumog 1), mpokaAwvtag
TauTOXpOoVN Helwaon TNG SpaocTikoTnTOG a2-AP Kal TOU avilyovou, €ite molotikn (tumog Il)
TIoU TIPOKAAEL xapnAd enineda dpactnplotntag Pe GUCLOAOYIKEG [ LOVO eAadpwE HELW-
UEVA OCUYKEVTPWOELG avtlyovou (Young, et al., 2013).

H Beparmeia Twv apoppaylkwy eMe00diwv cuviotatol o€ avivwdoyovoAUTIKOUG
napayovtes. Ot avivwdoyovoAUTIKOL TapAyoVvTEG UmopolV eNiong va xpnotpomnotndouv
w¢ tpoduAagn mpLy amo enepPatikeég dStadikaoieg. H xprion ppéokou katepuyuévou mAA-
opatog (FFP) €xel emiong nmeplypadel, wotooo n petafAntr Spaoctikotnta Tou a2-AP oto
FFP kot n mBavr) avemBuuntn evépyela TNG ELOAYWYNAG OPALWTLKAG TINKTLKOTNTAG AOYW U-
nepdOpTWOoNEG Oykou kKablotouv autr tnv emhoyn Awyotepo smiBupntr (Young, et al.,
2013).

Emti Tou mapovtog, oe MOAAEC xwpeG To FFP avtikaBiotatal and to mAAoua mavtog
TuTou (omniplasma), wotéco To omniplasma €xel xapunAotepa emnineda a2-AP kal cuvto-
potEPOUG xpovoug Auong ROTEM pe pelwon peyalutepn amnd 50% oe ocuykplon e to FFP.
JUVETIWG, N Xprion tou omniplasma &ev cuviotatal otn Bepamneia Tng EMewpng a2-AP. H
oLk Seopompeoaaivn Umopel va IPOKAAEDEL TNV EKKPLON EVEPYOTIOLNTI) TOU TTAOCHLVOYO-
VOU Kall cuvenw¢ Ba mpémet va anodpevyetal (Gopinath, Skreekanth, & Yadav, 2014).
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4.2 AVETIAPKELOL OVOLOTOAEQ EVEPYOTTIOLNTA TTAQGLVOYOVOoU TUToU 1

O avaotoAéag evepyomolntr mMAacuivoyovou tumou 1 (PAI-1) eivat o kKUpLog avaoTtoAéag
Tou tPA kat Tou UPA. Onwg to a2-AP, to PAI-1 eival LEAOG TNG OLKOYEVELAG TWV CEPTILVWV.
Mua motkIAla KuTtdpwyv ouvBETel To PAI-1,0upmepAAUBAVOUEVWY TWV NTTOTOKUTTAPWY,
TWV AUTOKUTTAPWV Kot Twv evdoBnAtakwy kuttdpwv. To PAI-1 yovidio Bploketal oto xpw-
HOoowua 7, Kot n €kdpach Tou pnopet va pokAnBel anod ditddopouc mMapayovieg Omwe n
LvoouAivn (van Geffen & van Heerde, 2012).

Av Kkat n kUpla Asttoupyia tou PAI-1 gival n avaotoAn tng wwdoAuong, €xeL Kot
AAAec Asttoupyeieg otnv pAsypovn we mpwTeivn ofelag paong. X avtiBeon He Ta YapnAda
enineda PAI-1, upnAa emnineda PAI-1 oxetilovtal pe abnpookAnpwon kot otedaviaia
vO00, UETABOAIKO OUVSOPOLO KOl KOKEG TIPOYVWOELG OE APKETOUC TUTIOUC Kapkivou. Katd
Vv aflohoynon aacBevn yia éAeuwpn PAI-1, Ba mpénel va avaAuBouv téoo ta enineda
QVTLYOVOU 000 KoL §pacTIKOTNTAG, KABWE N aVEMAPKELX UTTOPEL va Elval TOCO TTOLOTLKI) 0G0
KOl TTOCOTIKN. H Tpwtn MEPLMTWoNn alpoppayLkng dtatapaxng mou opelAETaL O HLa TTOLO-
Tk amnouocia PAI-1 meplypadnke amno toug Schleef et al. to 1989, akoAouBoupevn amno tnv
pWTN avadopd TTOCOTIKNAC AVEMAPKELNG To 1991. Elval (o AUTOOWULKY UTIOAELTTOUEVN
Swatapayxn (van Geffen & van Heerde, 2012).

O emumoAaopog tng avenapkelag PAI-1 Sev eival yvwotog kabwg €xel meplypadet
Hovo o€ Alyeg peAétec. Qotooo, SUo peléteg delyvouv OTL N enimtwon tng SpaotnplotnTog
PAI-1<1,0 U mL-1 kai1<2,0 U mL-1 o€ vytei¢ mAnBuopoug ntav téco uPnAn 6co 10-13% kat
21%, avtiotoya. Autd ta dedopeva utodnAwvouv OTL TTOAAA dtopa pe xaunAn dpaotn-
potnta PAI-1 eival acupuntwpatikd. O eMUTOAACUOC ULOG aLLOpPaYLKAG Slatapaxig mou
nipokaAeital amo EAAewn PAI-1 eival xapnAog. Qotdoo, n akplpng dtayvwon napepunodi-
CetaL ano tnv ENewpn akpifelag twv eni tou mapovtog Stabécipwv avalvoswv dpactn-
pLOTNTAG OTO XapnAOTeEpPO eUPOG (Zegers, et al., 2020).

Eudaviletal n awpoppayiki taon acbevwyv pe ENewpn PAI-1. Exouv neplypadel
OUVOALKA 36 aoBeveic pe EAewdn PAI-1,cupmnepAapBovopévwy TOCO TIOLOTIKWY 000 Kall
TIOOOTIKWV armokAloewv. OL teploocoTepOL acBevelc mapouciaoav HETATPAULATIKY KL HE-
TEYXELPNTLKA alpoppayia. MaleuTIKEG ETMUTAOKEG daiveTal va epdavilovtol KoL 0€ YUVOILKEC

pe avemdpkela PAI-1. O Adyog yla auto dev eivat amoAUTwS cadrg, av Kal o€ UEAETEG OE
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{wa gxeL mpotaBei otL o PAI-1 Kot n ouvodeuTikn MpwteoAuTikA Stadikacia mailouv poio
OTNV QMOLKOSOUNGCT TOU WOBUAAKLIKOU TOLXWHATOG KATA TNV woppnéia, kabwg Kal otn yo-
vigornoinon, tnv epdutevon euPpuou, euPpuoyévecn Kat ayyeloyeveon. Yrapxel uPnAo
TIOCOOTO AMOBOAWYV KAL TIPOWPOU TOKETOU UE HOVO TO 24% TwV MePLypadOUEVWY KUNOEWVY
va oAokAnpwvovtat. KoATikn alpgoppayia Katd tn SLapKeLa TG EYKUPOoUVNG elval ouxvn
epudavilopevn oto 54% KabBwg Kal aloppayiot PETA TOV TOKETO UE EMUMTOAACUO 27%
(Zegers, et al., 2020).

H ouoluyn avendpkela PAI-1 oxetiletal pe peydia mpoBAnpata alloppayiog Kot
HOLEUTLKEG ETIUITAOKEG, VW N €TePOlUYN avemapkela PAI-1 ival cuvnOwg aoU UITTWUOTLKN
(Bashawri & Ahmed, 2007).

H diayvwon avenadpkelag PAI-1 kaBuotepel Aoyw e€etdoewv ouvrnBoug eAéyxou
Kot e€aoBevnuévn avayvwplon tng datapaxnc. e dtabéopeg dokipaoieg ya tn PAI-1
Sdpaoctnplotnta dev eival SLOKPLTIKN OTO XAUNAGTEPO EUPOC, WG TO GUGLOAOYLIKO OPLO QU-
TWV TwV SoKlpaolwy Kupaivetal oto undév. Ta enimeda avriyovou PAI-1 ivatl akopn mo
SdUokoAo va epunveuBolv KabBwg oe AUTEG TIG LEAETEG Sev yiveTal Slakplon petafl ou-
urAeyuévou PAI-1 kat eAevBepou PAI-1. EmumAéov, n nuepnola mapaiAayn tou PAI-1, pe
vPnAotepa enineda vwpic To Mpwi KAl XapNAOTEPA TO LECNUEPL, KAVOUV TNV akpLBn dLa-
yvwon 1o nepimAokn. H Stdyvwon tng avendpkelag PAI-1 teputAEKETAL IEPALTEPW ATIO TO
YEYOVOC OTL 0 XpOvoG Auong tou Bpoppou tng euyAoPBoulivng ev HeELWVETOL TTAVTA TTAPA
TO yeyovog 0Tl To PAI-1 gival epmAouTtiopévo oto kKAdopa tng euyAoPfoulivng. EmutAéoy, n
tPA Spaotnplotnta pmopel va eivat uPnAn, wotdoo pLa GucloAoyikr) TR dev amoKAEieL
™ Sdayvwon (Gopinath, Skreekanth, & Yadav, 2014).

H Beparmeia tng avenapkelag PAI-1 amoteAsitat anod avrifpivolutikd. Mmopolv
va xpnotuomnolnBouv wg Beparmneia yla pa ofeia atpoppayia, w¢ MPOANTITKO METPO TIPLY
amo pa emepBatiki Stadikaaoia Kal yLo ToV TEPLOPLOUO TNG TOCOTNTAC TNG EUUNVOPPOTIKAG

anwAelag aipatog n eniotaéng (Gopinath, Skreekanth, & Yadav, 2014).

4.3 Nepiooela evepyomolntr) MAQGLVOYOVOU TUTIOU OUPOKLVACNG

H Slatapoayxn twv atpomnetaAdiwv tou Quebec (QPD) eival n povn neplypadopevn data-
paxn Le UTEPLVWSOYOVOAUGH TIOU TIPOKAAELTAL OTTO TIEPLOCELQ EVEPYOTIOLNTH) TIAQCULVOYO-

VOU TUTOU oupokivaong (uPA). MpokaAeital amnod tuxaio SUTAacLacpuo VOGS yovVISLWUATIKOU
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TuRpatog 78 kb mou mepthapBavel to yovidio PLAU nou odnyel oe untepékdpacn tng uPA.
Elvat autoowpkn emikpatovoa Siatapaxrn pe vdnAn Siewodutikdotnta (Young, et al.,
2013).

OL TEPLOCOTEPEG YVWOTEG TIEPLITTWOELG £XOUV EVIOTILOTEL OE LA LOVO OLKOYEVELQ
amo yaAALkn kataywyn oto Kepmék, Kavadag. H untepivwdoyovoAuaon mpokaAeital amno ou-
ENUEvn Ekdpaocn Kol armobrkeuon Tou UPA ota ALUOTIETAALA. TO YEVETIKO EAATTWHA TIPO-
KoAel avénuévn petaypadn tou aAAnAopopdou PLAU kata t Sidpkela tng dtadopormnoin-
oNG TWV UEYAKAPUOKUTTAPWV TIoU BploKeTal 0TO XpwHOowWH. H Tpwtn mepimtwon mept-
ypadnke to 1984, av Kol EKElvn TNV €MOXN, TLOTELOTAV OTL N Aloppayia TTPOKANBNKE and
L0l TIOLOTLKNA QVETIAPKELD TOU mapayovta V. Etol, apxika n Statapoyxn ovoualotav mapa-
yovtag V Kepmék. O emumoAacpog tng dlatapayn maykoopiwg elval ayvwotog, wotooo
otov Kavada umoloyiletal o 1:655.000 kat oto Kepmék 1:220.000 (Zegers, et al., 2020).

To LoTopLkO alpoppayiag tng okoyévelag QPD €xel meplypadel AemTopepWE Ao
Toug McKay et al. (2004). NMeplypadnkav eikoot Tpelg acBeveic pe T dtatapaxr. Onwg Kat
OTIC AAAEG SlaTopaxEG, algoppayia Kot e€aywyEg SoVTLwyY, XELPOUPYIKN eMEUPBACN Kol
Tpavpa avadEpdnkav cuxvd. ZUVOAIKA €xouv Teplypadel 9 eyKUUOOUVEG, KOO oo TIg
onolec dev katéAnée og amoBoAn. Kavévag anod toug aobeveig Sev avédepe MPOyeVVNTIKN
aloppayia, wotdoo, 2 YUVALKEG XPELAOTNKAV HETAYYLON LETA TOV TOKETO. OMWG KaL oTnVv
avemnapkela PAI-1, kamolot aoBeveic avédpepav e€aobevnuévn emovAwaonN TPAUUATWY, N O-
Tolal CUCYKETIOTNKE e XAUNAOTEPEG TIUEG alpomeTaAiwv (McKay, et al., 2004).

KaBwc autn n dtatapayn eival autoowuikd kupiapxn ue vPnAn dlelocdutikotnta,
TO OLKOYEVELAKO LOTOPLKO ELvaL APKETO TIG TTEPLOCOTEPECG GOPEC YL VoL EyELpEL UTIOYILEG O€
TepimTwon atpoppayiac. H Statapayn xopaktnelletal amnod auénueévn MEPLEKTIKOTNTA OF
OLUOTIETAAL UPA, n omoia ameAeuBepwVETAL UE TNV EVEPYOTIOINON TWV ALUOTIETAALWY. X€
Kataotoaon npepiag, to uPA oto mAdopa ival GuoloAoylkd i HOvVo UETPLO auénuévo. H
Slatapaxn pnopet va cuvodevetal amo pla aveényntn Ama Bpoppomnevia (Bick, 2002)

O dokipaoieg Stahoyng yla tnv mnén eival cuvnBw¢ GUCLOAOYIKEG, OV Kal O Ta-
payovtag V prnopet va givat ra avenapknc. O mapayovtag V Twv aLUONETaAlwY HELWVE-
Tal. OL AELITOUPYLKEG EEETACELG QULUOTIETOALWVOUXVA OIMOKAAUTITOUV €val XOPOKTNPLOTIKO
TIPOTUTIO AMOUGCLNG CUCOCWHATWONG HE ETILVEPPLVN KAl LELWUEV CUCGCWPEUOH OLLLOTIETA-

Alwv pe ADP kat to koAAayovo miBavotata odeilovtal otnv unepékppaon tou UuPA kat
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oTnV €MOoKOAoUON evepyormoinon Tou MAACULVOYOVOU OTO OULUOTETAAL. H mAaouivn tote
umnopel va anotkodounoet tov mapayovta von WillebrandV kat vwdoyovou (Bick, 2002).
O xpbvog AUong tou BpouPou oAkol aipatog eivat pucloAoyLlkog Kal To UPA dev
avéavetal. KoBwg To YeVETIKO EAATTWHUA €XEL AmMOKOAUDOEL Kal AAAEG SLAYVWOTLKEG SOKL-
HOOLEC elval TTOWKIAEG KoL TteplmAOKeC, ouviotatal n Slevépyetla avaiuong PCR yla tn pe-
TaA\agn QPD otav undpxel untoPia Stdyvwong. ACBEVEIG UE QLLOPPAYLIKEG ETILTAOKEC Bat
TIPETEL VA QVTIHETWTI{OVTAL PE aVTULVWOOYOVOAUTIK Beparmeia, evw n Xopriynon allorne-

TaAlwv Sev pelwvel TNy awpoppayia (Bashawri & Ahmed, 2007).

4.4 Neplooela evepyomolntr MAQCHLVOYOVOU TUTIOU LOTOU

Ol aoBeveig pe ouyyevr) éNewpn PAI-1 pmopet va €xouv uPnAd emnineda dpaoctikdTnTAG
tPA pe TI¢ meploootepeg GopEG dualoAoyika emimeda avtiyovou tPA. ZUVOAIKA, TECOEPLC
TIEPUTTWOELG EXOUV Meplypadel pe uPnAd enineda evepyomolnT MAACKLVOYOVOU KAl TAOoN
alpoppayiag. Autol ot aoBeveig elyav cupmTwpata UTEPPOALKAG aLLoppayiag Kol Tpavua-
TOC KO XELPOUPYLKAG EMEUPACNC, KOL OE OPLOUEVEC TIEPUTTWOELG EMIiONG auBOpUNTA ALUa-
Twpata  e0KOAOL LWAWTES. MEAN TNG OLKOYEVELAG TOU aoBevoug Ue mepiooela tPA eixe
vPnAa enineda tPA Kol CUVTOHEUEVO XpOvo AUong BpouPou suyAoPBoulivng, xwplc ou-
urTwuata awoppayiag. Evag anod toug acBeveic untofANOnke o HETAUOCGKEUCN ATIATOC
yla Kippwon Kal £tol BepameUtnKe anod TNV aloppayLkn Tou datapaxr. EmutAéov, otn
MeAETN Twv Hampton et al. (1972) avadEpObnke pia owkoyévela 12 peAwyv mou mapouaciacav
auvénuéva emnineda evepyomnolnt MAACHOTOC, K TWV OMoiwv Ta 9 iyav LoTopLkd umepPo-
ANG awpoppayiag (Hampton, Bannerjee, Klamaz, & Delaney, 1972). lNa Sidyvwon npotei-
VETAL n xpAon MG Sokwaoiag Spaoctikotntag mapd pwoG Soklpaoiag avtlyovou

(Gopinath, Skreekanth, & Yadav, 2014).

4.5 Eniktnteg Statapaxeg tng vwdoAuong

Ot emiktnteg dlatapax€g TG WwdOAuoNG elval Lo onUavtikn attia alpoppayiag kat Bvn-
olpuotnTac. e ofeia mpopuehokuTTapikn Asvyoatpia (APL), EAAewdn a2-AP, TAFI i neploosla
UPA pmopei va cupBallouv otnv atpoppaytkr taon. H wvwdoAuon pmopet va avénbel me-

PALTEPW OE AUTOUC TouG aoBeveic Adyw Twv uPnAwv emmédwy ékppaong tng avveéivng
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A2 ota kuttapa APL, mou odnyel oe avénon mapaywyn mAacpivng. Ztnv kippwon, vPnAd
emnineda tPA kabwg kat EAAewpn a2- AP kat TAFI €xouv neplypadel. Qotd00, auTo Hnopet
va e€looppomnnBel ek VEOU HE LA LELWON AVTL-LVWOOYOVOAUTIKWY TTOPAYOVTWVY KOL N TU-
TUKA WVW&OYOVOAUTLKH aloppayia o€ KIppwTIKoUG aoBevelg elval onavia. EmutAéov, n -
riktntn éAewdn a2-AP xeL meplypadel o€ pLa molkiAia aoBevelwv cupnepAapBovouEVng
NG apuAogidwaong, Tou yaoTplkoU Kapkivou, ToU KapKivou TOU IPOOTATH Kol Twv adevo-
KOPKWVWUATWY. To tpavpa oxetiletal emiong ue uPnAn wvwdoyovoAutikr Spaoctnplotnta
kat unAdtepn wwdoyovokuTik Spaotnplotnta cUoXeTileTal e Kakn KALWVIKA €kBaon og
auTtolG Toug aoBevels. EMumAéov, UTIAPYOUV KaL LATPOYEVN alTila TG UTEpLVwdoyovoAuon .
H kapdlomveupovikn mapdkapdn mpokaAsl pia Kataotoon unepovwdoyovoluong mou
nipokaAeital amo tnv taxeia mapaywyn 6poupivng kat uPnAd enineda kukAodoplag emt-
vedpivng, Bpadukivivng kat ayyelomiesivng (Simeoni, et al., 2016).

H BpouBoAuon mou xpnotuomnoleitatl OAO Kal TEPLOCOTEPO VLA LOXOULLLKO EYKEDQ-
AKO emelo6dlo Kot AAAeC evdeifeLg, elval EMIONG PLa CNUAVTLKA QLTLO LATPOYEVOUG UTIEPL-
vwdoyovoAuong. Mapdyovteg KvdUvou yla LeTaBpopBoAUTIKEG alpoppayieg mephaupa-
VOUV TIpOXWPNHEVN NAKia, yuvalkeio ¢pUAO KoL XapunAO cwHOTIKO Bapog. Na aobeveig pe
vPnAo kivbuvo peilovog atpoppayiag, S00eLc MPooapUOCUEVEG 0TO BAPOG Kal Bepameia
KateuBuvopuevn pe kabetipa Bewpeital OTL pelwvel Tov kKivbuvo. H petaBpopfoAutikn at-
poppayla Umopel va HETATPATIEL XPNOLLOTOLWVTAC AVILOTPEMTIKOUE MAPAYOVTEC, ELOIKA
otnV mepimtwaon evéokpaviakng atpoppayiag <24wpn Bpoupolucn i cuvexllopevn ién.
MBavol mapadyovteg aAlayng koataotaong mepthapfavouv kpuoilnuata, avacuvdua-
ouévo napayovta Vila, FFP i avtiBplvoAutikoug napdayovteg (Simeoni, et al., 2016).

AMN\eG eTUAOYEG prmopoUV va AndBoUv uTtoYn o€ GUYKEKPLUEVEG OLASEC aoBevwy,
TL.X. OUMTTAOKO TtpoBpouBivn ¢ouyKevTpwvovtal o€ acBevelg o€ aviaywviloTEG TG BLtapi-
vnG K. To omniplasma kal n ocuykévipwon wwdoyovou eival emiong emAOYEG ylo PETA-
Tpomn, wotdoo dev meplypadetal otn BLPAloypadia yia auth tnv €vdel€n (Simeoni, et al.,

2016).

4.6 lvwb0Auon og alpoppayia dyvwotng attiog
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YridpxeL €vag onUAvTIKOG aplOnog acBevwy e QLLOPPAYLKT) TAON KOl BETIKO OLKOYEVELOKO
LOTOPLKO YLO OLLLOPPOAYLIKES ETILITAOKEG XwpLig oadn Slayvwon kat dte€aywyn 6Awv Twv Sa-
BEouwv SlayvwoTikwy eAEyXwV. OewpnTikd, Ba UTtApXEL Eval UTTOOUVOAO AlOBEVWVY LE L-
nepwvwdoyovoAuTikn Statapax avAapeod touc. EmutAéov, apkeTéG LEAETEG Exouv Oel€el
pLot aAAOLWHEVN LOOPPOTILO LVWOOYOVOAUTIKI G O€ AOBEVEIC UE ALLOPPAYLKN TAON AYVWOTNG
altiag. 2 po HeAETN 270 acBevwy Ue alloppayio ayvwotng attiag, acbeveic eixav vdn-
Aotepa enineda SpaoctikotnTag tPA kal xapunAotepa emninedo ouumAeypatwy tPA-PAI-1 kat
xapnAotepo PAI-1 enineda, umodelkviovtag pla mbavr umokeipevn unepovwdoyovoAlu-
Tk Siatapayn (Meijer, van Heerde, & Gomez, 2021).

Ye pa opada aoBevwv mou umoBARBnkav oe KapSLloxepoUpyLKH eMEUPBacn, N
HETEYXELPNTLKI) OMWAELN AUOTOG CUCKETIOTNKE UE XAUNAOTEPQA TIPOEYXELPNTIKA eMineda
PAI-1 kot xapnAotepa peTeyxelpnTka emineda tPA-PAI-1. Antd tnv GAAn TTAEUPQA, L0 UE-
A€tn mou afloloyel tnv WwdoAuaon oe aoBeveic pe NTLA WG HETPLA TAON aLloppayiog &-
yvwotng attiog dev mapouvaciacav Stadopeck ota enineda PAI-1 petafl acBevwv Kal opa-
dag eAéyxou. EmumAéov, ta xapnAa enineda Spaoctnplotntag PAI-1 eival kowad o€ évav ¢u-
OlLoAOYLKO TTANBUOO Kal eV UTTAPXEL ONUOVTIKY Sladopd LeTAlL Twy emumédwy dpaotn-
pLotntag tou PAI-1 og acBeveic pe Tdon alpoppayiag o oUykpLon HE QLOSOTEC Kl UyLA
atopa (Meijer, van Heerde, & Gomez, 2021).

Av KaL 0 EMUTOAACHUOG TWV UTIEPLVWEOYOVOAUTIKWY Slotapaywy wg oLtia apop-
payiag mou meplypadetat otn BBAloypadia eival apketd XapunAog, n alloppayLkny Taon
ouvnBw¢ xapaktnpiletal anod Eva potifo kabBuotepnUéVNC alpoppaylag LETA oo TPaUa
N XEWPOoUPYLKA eMEUPacn Kal BAevVoyovoSEpUATIKN alpoppayia OTwE N Unvoppayia Kat
eniotagn. Qotooo, pia KAWIKA Stadopomoinon Pe AAAEC ALUOPPAYLKEG SLOTOPAXEC OTIWG
yla apadetlypa ol StatapaxEg Twv atpomnetaAiwy  n vooog von Willebrand pmnopet va «t-
val dUokoAeg, kaBw¢ mapouatalovtol cuxva Pe BAevvoyovoSepLKn alpoppayia eniong.
ALLOPPOYLKEG ETILITAOKEC TIOU TTPOKAAOUVTOL ATtO lVWEOYOVOAUTIKEG SlaTapaxEG UMOPEL va
elval oAU coPBapég kal pmopel va odnynoouv os auvénuévn voonpotnta kat Bvnowuotnta
gav dev avtipetwrnilovral emapkwg (Bolton-Maggs, 2013).

Mevikd, N opdda Twv LBwWVoYoVOoAUTIKWY SlatapaxwV UMopel va xwplotel oe acBe-
VEIG pe teplooela SleyeptwV TNS WwdOAuong Kat a.oBeveig pe ENen avaotoAéwv. O 1o

00Bapog KALVIKOG palvoTtumog pokaAeital and tnv avendpkela a2-AP. H avendpkela PAI-
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1 ouvobeVEeTaL ATIO LOLEUTIKEG ETIUTAOKEG ATIO £VOV OKOWN aVEENYNTO UTIOKELEVO pNXAVL-
o0 (Bolton-Maggs, 2013).

Ooov adopd T AAAEC IVWOOYOVOAUTIKEG SlatapayEg, N eRdAVION HOLEUTIKWYV &-
TWTAOKWV €{val aKOUA AyVwoTn Kal EMOUEVWG amoTeAel Eva evdladépov BEpa yia peAlo-
vTikn €peuva (Meijer, van Heerde, & Gomez, 2021).

AOYyw TNG ENeWP NG avayvwpLlong Twv LOwVoYoVoAUTIKWY dlatapaxwv Kal Twv du-
OKOALWV 0TNV afloAdynaon Ue TN owoTr dLayvwor, 0 EMUTOANCHOC AUTWV TV Slatapaywyv
elvat mBbavwg uPnAoTEPOC Ao AUTOV Iou Tteplypadetal otn BiBAoypadia. Mia akplBig
Sdlayvwon napepnodiletal cofapd anod tnv anouvcia plag evaiocdntng kat aflomotng do-
KLUAG vwdoyovoAuonc. AuTo avtutpoowrelEeL To avilyovo PAI-1 kot to eninedo dpaotn-
pLotNTag, aAAd emiong yla To xpovo Auong tou Bpoppou tng euyAoPfoulivng. Ta duactoro-
VKA amoTeAEopOTO QUTWY Twv e€eTdocwv dev amokAsiouv dlatapax£Eg tng wvwdoluong.
EmutAéov, QUTEC OL TPEXOUOEG SOKLUOOIEG UTTOPOUV HOVO VA TIPAYHUATONOLOUVTAL O€ £EELOL-
KeUpEva epyaotrpla (Meijer, van Heerde, & Gomez, 2021).

OL MayKOOULEG AVOAUOELG UITOPOUV VO EEMEPATOUV AUTO TO POPRANUA, KaBwG oL
WWWOOAUTIKEG SoKLpaoleg o aoBevelg pe apoppayia dyvwotng attiag deixyvouv adleukpi-
VLOTO OTTOTEAECUOTO. JUVOALIKQ, XWPLG owoTth Kot akplBr) Stdyvwaon, oL alLopPAYLKEG ETTL-
TIAOKEG €V UIMOPOUV VAl AVTLUETWTTILOTOUV LE OTOXEUMEVN Beparmeia, odnywvtag o MePLTTA
XPron akat@AANAWYV TPOIOVIWYV ALUATOG KoL OKPLBWVY OUUIMUKVWHATWYV Topayoviwy. Mpo-
telvoupe va avamtuxBein emMKUpwOoTE VEA SLAYVWOTIKA EpYaAEia yLa TNV KAAUTEPN Tapa-
KoAouBnon tn¢ wwdoAuaong mpokelpévou va SLEUKOAUVOEL n xprion emapkoug Beparmeiog
Kot tnv awgoppayia Adyw SuoAeltoupyiag tou vodoAutikoU katappdktn (Gopinath,

Skreekanth, & Yadav, 2014).

4.7 To MAQOLVOYOVO KaL O AVACTOAEQC TOU EVEPYOTIOLNTA MAQCLLVOYOVOU TU-
mou 1

To MAQOULVOYOVO KOl O OVAOTOALQG TOU EVEPYOTIOLNTH MAaoplvoyovou tumou 1 (PAI-1) &i-
val pwTteiveg TG WwdovoAuTikig 06oU. To mMAaopLvoyovo ival éva {UMOYOVOo TIoU EVEP-
YOTIOLE(TOL QTG TO TMAQCHLVOYOVO TUTIOU LOTOU €VIUHOL EVEPYOTIOLNTH Yl TNV TTapaywyn

TIAQLOLLLVN G, TO KEVTPLKO €vIUHO oTnV WwdoVoAUTIKN 0806 mou kataotpédel Siktua wvwdoug.
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H Avendpkela mAaopvoyovou i umtomAacpvoyovatpia (Plasminogen deficiency or hypo-
plasminogenemia, PLGD) £xeL w¢ amotéAeopa tnv avantuén EVAwdwv PeudopeuBpavwv
o€ emudaveleg Tou BAevvoyovou. Av kat n Atywdng emunedukitida elval pia XopaKTneLOTIKN
ekbnAwan tng PLGD, mpooBoAr Twv oUAWV, TNG OTOUATLKAG KOWAOTNTAC, TOU TPaxELOBpoy-
XIkoU &€vTpou, Tou PHECOU WTOG, TIEPLYPAdOVTAL TO YOOTPEVIEPLKO KOL TO OUPOYEVVNTLKO
oUOTNHO KOL TO KEVTPLKO VEUPLKO cUotnua. Ytdpxouv Vo uno-tunotl PLGD, o tumog 1 eivat
L0l TTIOOOTLKI) QVETIAPKELO KOl O TUTIOG 2 HLal TIOLOTLKA avemadpkela. Ot aobeveic pe PLGD
TuTou 1 mapouotalouv KAvika avantuén PeuvdopepuPpavwy. Mapd Tov KEVIPIKO pOAO TNG
nmAaopivng otnv wwdoAuan, n PLGD &ev oxetiletal kupiwg pe BpouPwrtikn vooo (Palla,
Peyvandi, & Shapiro, 2015).

To PAI-1 puBpuilel mpog ta KATW TNV WVWSOAUGCN PECW TNEG AVOOTOANG TOU TAQCUL-
VOYOVOU TUTIOU LoToU evepyormolnth (tPA) kal Tou evepyomolntr) MAQCULVOYOVOU OUPOKL-
vaong (uPA) (Palla, Peyvandi, & Shapiro, 2015).

Opoluyn PAI-1 avemapkelo oxetiletal pe auvénpévn WvwdOAUoN HE AMOTEAECUA
HETPLA KALWVLIKA QLUOpPaYIKO PaLlVOTUTIO HE alloppayio Tou oXeTIlETAL PUE TPAUUATIONO,
XELPOUPYLKNA eMEPPaoN N eMeUPATIKES SLadIKACLEG ELOLIKA O€ TEPLOXEC UE aAUENHUEVN LOWVO-
Auon. Avadepopeveg KALWVIKEG ekONAWOELG TteplAapBavouv pn ducloloyikn eniotagn, oto-
MOTLIKA alpoppayia UeE TPOUUATIONO 1) 060VTIKEG e€aywyEC, SnUloupyla ALUATWUATOC, OL-
HOPPAYIKEC KUOTELC woBnKwv, alpoppayia otnv eykupoouvn, evéokpaviakrn alpoppayia
UE Tpavpatiopo, k.AT. (Palla, Peyvandi, & Shapiro, 2015).

H etepoluyn avemadpkela PAI-1 Sev oxetiletal pe avwuaAn atpoppayio Kot atpo-
otatikn pokAnon. Ta enineda PAI-1 mapouoialouv nuepnota Slakupavon Kol cuvABwg
LETPWVTAL TO MPWi o€ Kataotaon vnoteiag. H Stayvwon tng avenadapkelag PAI-1 amoteAsl
TiPOkANon kabwg oL tpExouoeg SokLUEG Spaotnplotntag PAI-1 meplappdvouy to "undév"
EVTOC TWV PUCLOAOYLKWV Opilwv Kol EMOUEVWE SV KAVOUV SLaKPLOELG HETAEY LYLWV KAl O-
TOMWV e avemdpkela. H dtayvwon plag Suonpwteivatpikig avendpkelag PAI-1 (un ¢u-
ololoyikn dpactnplotnta PAI-1 pe aviyvelolpo avtilyovo PAI-1) enti tou mapovtog dev pmo-
pel va elval StayvwoBel alomiota AOyw MEPLOPLOUWY OTOV TPOaSLOPLOUO SpACTIKOTNTOG
PAI-1. H avendapkela PAI-1 Slaylyvwoketal aflomota Hovo anoucio KukAodpopolvtog a-

vtlyovou (Palla, Peyvandi, & Shapiro, 2015).
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Kat yia tig amokAioelg PLGD kat PAI-1, n Suvatotnta CUCXETLONG TWV OMOTEAECHA-
TWV TNG Kowa SdLaBéatung SpaotnploTNTAC KoL OL OVTLYOVLKEG SOKLUAOLEG OTA KALVIKA OU-

untwupata sivol meploplopéveg (Palla, Peyvandi, & Shapiro, 2015).

4.8 INMAVLEG OALLOPPOYLKEG SLATOPOXEG

Ol omavieg atlpoppayikég Statapaxes (RBDs) avadEpovtal o€ KANPOVOULKEG OVETIAPKELEG
Tou Wvwdoyovou, tng mpobpoupivng (mapayovtag I, [FIl]), FV, FV&FVIII, FVII, FX, FXI kat
FXIII kaBw¢ kat dtatapaxeg tng vwdoAuong. Ta RBDs yevikd KAnpovououvtol wG auToow-
HLKEG UTIOAEUTOUEVEG SLOTOPOXEG, EKTOC QMO OPLOUEVES TIEPLUTTWOELG amouciag FXI, mou
UTopel va eival avtoowpikd emikpateic (de Moerloose, Schved, & Nugent, 2016).

Ot emunoAacpol twv RBD yla opoluywtio i oUvOeTn etepoluywtia motkiAAouv amnd
1:500.000 £€w¢ 1:2.000.000. Eivat onupavtika o dtadedopéveg oe MANBUCULOKEG OUASEC
pe uPnAo mooooto ocuyyévelag (de Moerloose, Schved, & Nugent, 2016).

H kAwikn moapouaciaon twv RBDs TOLKIAAEL, amd ACUUMTWHATIKY €wG coBapr au-
Bopuntn awoppayia. H avadepopevn cuoxEtion PETalL tou emumédou SpaotnpLOTNTOG
TOU Tapayovta kot 0 Babuog apoppayiog molkiAel and woxupn kat mpoPAEPLUN (Yo a-
mouoiec tou wwdoyovou, FV+FVIII, FX kat FXIII) og kapia cuoyETLon yla TNV QVETAPKELL
FXI cupdwva pe tnv moAukeviplky HeAETN kooptng (EN-RBD) oe 489 aoBeveig (de
Moerloose, Schved, & Nugent, 2016).

ZUVOALKA, AmEANTIKA yLa TN {wn aLLoPPAYLIKA ETTELCOSLA OTIWG N EyKEPAALKN aL-
poppayila Kal oL auBOPUNTEC OLLOPPAYIEC OTOUC HUEG Kal TIC apBpwaoelg dalveTal va -
davilovtal Alydtepo cuxva o€ olyKpLon Ke TNV alpoppodlia. Qotdoo, N HeyaAn petapAn-
TOTNTA PETAEL TWV eMIpEpouc RBD kablotd aduvato va BewpnBbolv auTég oL StatapaxEg
HOVO W pia opada (Meijer, van Heerde, & Gomez, 2021).

Ot alpoppaylkég datapaxeg TG wwdoAuong amoteAolvTtal KUPLwE and avenap-
KELOL AVAOTOAEQ evepyoTtoNTH TMAaoplvoyovou tuttou 1 (PAI-1) kol avemapKelo a2-avil-
mAaopivng (a2-AP). O pawvotunog alpoppayiog aoBevwy pe WWSOAUTIKEG SLatapaxEg xa-
paktnpiletal amno kabuotepnuévn alpoppayiol TPAUUATOC, XELPOUPYLKN EMEUBOON Kal O-

Sdovtlatpkég emeppaoelg (Meijer, van Heerde, & Gomez, 2021).
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Mua dAAn katnyopia RBD eival 1o FV Apotepvtap. H awpoppaykn Statapoxn
nipokaAeital anod pla maboyovo mapaliayr kEpdoug Asttoupyiag Tou yovidiou FV mou o-
onyel oe éva avwpoaAo FV mou Seopelel Tov avactoAéa t¢ odoU LOTIKOU Tapdyovia
(TFPI), mapataon tou Xpovou NUI{wNG Kal TG cuykEVTIpwaong tou TFPI, yeyovog mou €xel
w¢ anotéleopa ocofopn peiwon mapaywyn Bpoupivng kat aitpoppaylki tdon (Bolton-
Maggs, 2013).

Itn peA€tn twv Peyvandi et al. (2021) avadépBnkav ta eAdaylota enineda napa-
YOVTWVY TIOU QUTOULTOUVTOL YL VO TIOPAUEIVEL ACUUMTWUATIKO TO ATtopo yla RBDs, mapou-
olalovtag HeyAdAn TOKIAL LETAEY SLOPOPETIKWV ATMOKALICEWVY TOU Mapdyovta RENG. Av
Kol ot etepoluyol aoBeveic ouvnBwc Bewpeitat otL Sev €xouv atpoppayikn dtatapaxn, Ta
emnineda 6paotnELOTNTAC MOPAYOVTIWY TIOU OIALTOUVTAL VLo VO TIAPOUEIVOUV CUUMTWHA-
KA Kupaivovtatl oo 12 1U/dL yia avendpketa FV €wg 56 1U/dL yia avendpkelo FX. Autd
Ta enineda oplou XpNOLUOTOLOUVTAL OTNV KAWVIKN TIPAEN, WoToc0o Sev €Xouv eTIKUPWOEL o€
Eexwplotd mMAnBuouo acBevwy (Pervandi, et al., 2012).

Ta epyadeia afloAoynong alpoppayiag (Bleeding Assessment Tools, BATs) xpnot-
porotlouvTal armo To 1982 yla TNV MOCOTIKOMOINoN TNG ALULOPPAYLKAG TAONG. EKTOTE, TOAANQ
BATs avamntuxnkav yla tnv afloAdynon Kal TOV TTOCOTIKO TPOCSLOPLoUO TWV aloppayL-
KWV OUUMTWHUATWYV Kat Tn dltdyvwon atpoppaylkwy dtatapaywyv (Bastida, et al., 2018).

H BaBuoloyia BAT €xel emiong emkupwOel o dpopeig atpoppodriag, ala Aiyot
aoBeveic ue RBD €xouv a&loAoynOei pe autd ta epyadeia. EmutAéoy, ta BAT sival yvwotd
OTL £XOUV TIEPLOPLOUEVN SLAyVWOTLKA LKAvOTNTA afia yla aoBeveiG Pe ATILEG ALUOPPAYLKEG
SlatapaxEc. Itn peAétn twy Palla et al. (2016) mapouoialetal n Babuoloyia BAT yia acbe-
VelG pe RBDs. OL o onpavtikég Stadopég petalu tou ISTH-BAT kat tou RBD-BAT eivatl ot
To RBD-BAT £xel Sloxwploel T HEUOVWHUEVA XELPOUPYLKA QVTLKELMEVA OTIWE apuySaAe-
KTOWN, LLKP XELPOUPYLKN EMEUBOON KAl LEYAAN XELPOUPYLKNA EMEUBAON AVTL Vo T KATN-
YOpPLOTIOLAOEL WG €va otolxeio, To BAT-RBD mepllappavel onpueia adaipeong os mepintwon
LN aLLoppayilog f ALLOCTOTIKWY TIPOKANCEWVY KAl 0 UTIOAOYLOUOG TNG BabuoAoyiag oto RBD
BAT S1opBwvel yia to pUAO Kal nAkia Ko XpnolUomolel onueia adalpecnc yla CUYKEKPL-
péva alpootatika €idn. H BaBuoloyia RBD-BAT eival éva duvntika evéladépov dlayvw-
OTIKO epyaleio, oM@ Sev €xel akopn emkUupwBel oe Eexwplotr) kooptn acBevwv RBD

(Bastida, et al., 2018).
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Aebopévou Tou YapnAou emutoAacpou twv RBDs, n ouotnuatiky cuAoyr 6edo-
HEVWV Yyl AUTEG TIG SlatapaxEg eival omavia. Ta TeAeutala Xpovia, ApKETA UNTPWO OTNV
Eupwrn kat g Hvwpéveg MoAtteieg €xouv avamntuxOnke yio aoBeveic pe RBD. Qotooo, Ta
debopéva ou poEpxovTal ano unTpwa e§akoAouBouv va lval TEpLOPLOUEVA KL WG ETTL

To mMAeiotov Sev umtdpyouv yla dtatapaxEg g wvwdoluonc (Bastida, et al.,, 2018).

4.9 KAnpOVOULKEG QULULOPPAYLKES SLOTAPAXES

OLTEPLOOOTEPEC LUEAETEG VLA TIG KANPOVOULKEG ALLOPPAYLKEG SLATAPAXEC EXOUV ETUKEVIPW-
Bel Lotopika otnv atpoppodhia A kat B, kat oL SUo SlatapaxEg mou cuvdEovtal He To X,
Kuplwg og avdpec. H ouvtputtikn mAsloPndia twv AAAWV alpoppayLlkwy Statapaywyv eivat
QUTOOWHMLKEG KANPOVOULKEG KOl EMOUEVWE OL SLapopEG GUAOU UIMOPEL VO EXOUV ONUOVTLKO
pOAo otn Sldyvwaon, Ta KALVIKA XOpaKTNPLOTIKA Kal T Staxeiplon Twv acBevwv (Leinoe, et
al., 2017).

Ol QUTOOWHLKEG KANPOVOULKEG OLUOPP.OYIKEG SLATAPAXEG AMOTEAOUVTAL KUPLWG
ano acBeveig pe tn vooo von Willebrand (VWD), akoAouBoUpevn and acBeveic pe onavia
KAnpovouLKn atpoppayikn Statapaxn (RBD) mou meplAapBAavel pia etepoyevr opada ona-
VLWV TTOPAYOVTWV THENG Kal SLaTtapaxEG Tou IVWOOAUTIKOU cuoTAMOTOC. TEAOC, Ol KANnpo-
VOULKEG Slatapaxég Twv atponetaliwv (Congenital Platelet Disorders, CPDs) eivat autoow-
HOTLKEG KANPOVOULKEC QLUOPPAYLKESG SlATaPaXEG TNG TPpwTonmaboug aooTacnG, oV €MN-
pealouv TO00 Toug AvdpeC 600 Kal yuvaikeg (Leinoe, et al., 2017).

H VWD, n 1o Kowr KANPOVOUIKN OLlLoppayLkn dtatapayr, xapaktnpiletal ano
BAevvoyovodepuatiki alloppayia Omwe Bapld eupunvoppoikn alloppayia, eniotatn Kot
aloppayieg Twv oVAwv (de Moerloose, Schved, & Nugent, 2016).

H VWD xwpiletal og TpeLG TUTIOUG, LE BAON TO TTOOOTIKO I TO TIOLOTIKO EAATTWHA
Tou mapayovta von Willebrand (VWF). H tumou 1 VWD, mou avtutpoownevel to 70-80%
Twv aoBevwyv pe VWD, xapaktnpiletal amo noootika petwpeva enineda VWF. H tumou 2
VWD, nou ennpedleL mepinou to 20% twv acbevwy pe VWD, xapaktnpiletal ano avwpain
Aettoupyia tou VWF. O tunog 3 VWD, n o coBapn popdpn VWD, mou adopd Alyotepo amno
10 5% Twv aocBevwy, eival mou xapaktnpiletal anod tnv anovoia VWF. Ot tumou 1 kot 2

VWD ouvnBwg £X0UV QUTOOWULKO KUPLOPXO TPOTUTIO KANPOVOULKOTNTOC, EVW O TUTOC 3
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VWD eivatl plo autoowpikr) urtoAewmopevn datapayn (de Moerloose, Schved, & Nugent,
2016).

Ot RBD kAnpovopouvtal MTEPLOCOTEPO WC AUTOOWULKEC UTIOAEUTOUEVEC Slotapa-
XEG, EKTOC OO OPLOUEVEC TIEPLITTWOELG EAAELUUATIKAG VOoou FXI, oL omoieg kAnpovopouvtatl
LE OUTOOWHLKA Kuplapyxo Tpomo (Peyvandi, Bolton-Maggs, Batorova, & De Moerloose,
2012).

Ol omaviol mapayovieg NG avadEpovtal o avemApKeLa Tou vwdoyovou, Ta-
payovta (F) Il, FV, cuvbuaopéva FV&FVIII, FVII, FX, FXI kot FXIIl. AcBeveig pue anouoia ona-
via tAEN mapayovtag £Xouv TOLKIAN KALWVLKN Ttapouaciacn. EMUTAéov, UTTAPYXEL KaKI) CUOXE-
TLON HETAEL TWV EMUTESWV SpaoTNPLOTNTAC TWV MOPAYOVIWV Kal Tou GpalvoTumou aLuop-
paylag (Peyvandi, Bolton-Maggs, Batorova, & De Moerloose, 2012).

Ou dlatapaxég ¢ vwdoAuong anoteAouvtal amo anoucia avaoToAEd EVEPYO-
ToN T MAQGHLYVOYOVOU TUTIOU 1 | a2-avtutAacopivn, n un kaboplopévn unepldwvoAuor. O
OLLOPPAYIKOC dalvoTuTiog acBevwy e Slatapoayn tng LwvoAluong ival mou xapaktnpile-
Tal oo Kabuotepnuévn alloppayio Kal Tpalpa Kol EMEUBACELG KOl alloppayia oToug L-
otoU¢ pe uPnAn Wbwvolutikn dpdaon, onwg eniotaén (Girolami, Ferrari, Cosi, Girolami, &
Lombardi, 2018).

OL CPD eivatl dlatapaxeg tng mpwtonaboug alooTacn mou MPOoKAAoUVTOL Ao
e\aTTWHATA OTNV MPOGPUON, TNV EVEPYOTIOLNON, EKKPLON | CUCCWPEUCN OLLUOTIETAALWY.
Ot acBeveic ouvnBwe mapouctalouv BAevvoyovodepuatiki alpoppayia r emipovn alpop-
payla LETA amo ALUOOTATLKA TIPOKANGN OMWG 080VTIKN e€aywyr), EMEUPATIKEG EMEUPACELG
| Tov ToKeTo (Girolami, Ferrari, Cosi, Girolami, & Lombardi, 2018).

AV KOl TO LUTOOWLKO TIPOTUTIO KANPOVOULKOTNTOC QUTWV TWV ALoppayLlkwy Sta-
Tapayxwv Ba npémnel va obnyel o€ ion katavoun Hetafy avépwy Kol YUVALKWYV, Tapatnpou-
vtal SladopEg otov emmoAacpo. EmumAéoy, Ta teAeutaia xpovia aufavetal OAO Kal TEPLO-
00TEPO N evalcOntomnoinon oxetika Ue mpofAnuata puAou o acbeveic ue KANPOVOLILKEG
OLLOPPAYIKEG SlaTapayEG AOYw EUUNVOU pUCEWG KOL O TOKETOG WG GUCLOAOYIKEG ALOOoTA-
TIKEG TIPOKANOELG OTLG YUuValKeg. Agv €xouv Ste€axOel akOUN OAOKANPWUEVECG LEAETEC yLaL TN
Slepevvnon twv Sltadopwyv ota CUUMTWHATA avaAloya To ¢UAo, TN Sldyvwaon Kal TV avTl-
UETWTILON 0.0OEVWV LIE AUTOOWLKA KANPOVOULKEC QLLOPPAYLKEG SlatapaxEg (Zegers, et al.,

2020).
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OL aLUOPPAYLKES SLATAPAXES EIVAL OXETLIKA OTIAVLEG YEVETIKEC SLATAPOYEG TIOU XO-
paktnpilovtal ano auvfnuévn N MAPATETOUEVN aloppayia Adyw un GuoLoAOYLIKAG TTRENG.
H attia eival n pelwon tou moodtnTa f Asltoupyia PLag amo Tig EVTEKA MPWTEIVES 0TO aipa,
Tlou ovopalovtal mMapAayovTeg NENG, Tou Aettoupyouv pall yla va iéel to aipa (Bolton-

Maggs, 2013).

4.10 Quotohoyikn TN

Ynidpyouv tpla otadla otn ducloloyikn atpooctacn i mAEn. MpwTtov, To TPAUUATIOUEVA
alpodopa ayyeia cuoTEANOVTAL YL VO LELWOOUV TNV TiBavr anwAela aipatoc. AsUtepov,
TO QLLOTIETAALO TTPOOKOAAWVTOL 0T EVE0ONALAKA KUTTOPA OTO TOLXWO TOU KATECTPOLLUE-
VOU OLodOPOoU ayyELOU OTO CNUELO TOU TPOUMOTIOMOU TOU ayyELOU KOl TO OLUOTETAALL
apxilouv va mpookoAAwvTal PETAEY TOUG (CUCOWHATWHATA), TTPOAYOVTOG TO OXNUATIONO
BUopatog atponetoAiwy (mpwtoyevng BpouBog). Tehkad, evepyomolouvtal StadoxLka ol
MPWTEIVEC TNENG TOU TTAACUATOC YLa va LETATPEPOUV TO LVWSOoYOVo o€ WVWOEC yLa TNV 6n-
pLloupyia wplpuou BpopPou mou mepléxel Eva otabepomolnTtiko diktuo vwdouc. O oxnua-
TLOMOC AUTOU TOU SIKTUOU ETUTUYXAVETAL LECW TWV EYYEVWV KOL EEWYEVWV 08WV TNG HENG,
TO omoia MPOKAAOUV Ta TEALKA, KOLWVA BriLATA TTOU EUITAEKOVTAL OTN LETATPOTT) TOU Vwdo-
yovou oe vwdeg (Bick, 2002).

OL évteka mapAayovteg nNéng Tou MAAoUATog KUKAopopoUV og avevepyn pLopdn
MEXPL VA PETATPATIOUV SLAbSOXLKA TIPOKELUEVOU Vo EVEPYOTIOLNB0UV AN PpWCE Ta £VIUA TTOU
UTIOPOUV VO EVEPYOTIOLIOOUV TOV EMOEVO TTapdyovta tn¢ aAAnAouyiag. Yriapyxouv 800 po-
VOTIATLOL TTOU 06NnNYyoUV 0TO OXNUATIOMO Wvwdoug amod wwdoyovo. H eyyevng 060¢ evepyo-
ToLE(TaL YE TNV €Madr) TOU A{UATOC UE TO KATECTPAUMEVO TOLXWHA TOU ayyELoU KoL TN Ue-
Tatponn Ttou mapayovrta Xl otn evepyn tou popdn (FXIla). Ztn cuvéxela, o mapdayovtoag Xl,
o mapayovtag IX kat o mapayovtag VIl pe mapdyovta von Willebrand evepyomoteitat kat
LLE TN OELPA TOU EVEPYOTIOLEL TOV TTapayovta X, 0 omoiocg, mapouaia tou mapayovia V péow
TOU KOLWVOU HOVOTATL, evepyormolel tnv mpoBpoupivn (mapadyovtoag Il) oe BpouPivn (Flla).
Ytn ouvéxela, n Bpoupivn petatpencetal vwdoyovo (mapayovrag |) og wwdeg (Fla). 2tn ou-
vtouotepn, e€wyevn 080, o uToevboBNALOKOC LOTOG apAyovTag Tou armeAeuBepwvetal

KOTA TN SLAPKELA TOU TPAUHOTIOHOU TWV LOTWV EVEPYOTOLEL Tov mapayovta VI, o omoiog
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HE TN OELPA TOU EVEPYOTIOLEL TOV TTOPAyOVTA X, TO OTOL0 OTN CUVEXELX LECW TNG KOWNAG

0600 evepyomolel ta FV kat FIl kot TeAKA PeTATPETEL TO LVWdoyovo oe vwdeg (Bick, 2002).

4.11 EAdTtwpa o€ apoppayLkn Statapoxn

Y€ éva ATOMO PE alpoppayLkn datapayn, ta SUo MpwTa oTASLA TNG ALLOOTAONG AELTOUp-
youv ductoloyika. Ta atpodpopa ayysia cuotEAAovtal, oxnUaTileTal éva avwpLuo Buoua
QlpoTEeTaAlwY Kal N algoppayia Pmopel va otapatiost i va emBpaduvBel katw. Qotdoo,
S6ebopévou OTL £vag amo Toug MapAyovIEC NENG lval PElwPEVOC N amouaotdlel, Sev oxn-
patiletal évag wpLpog Bpoppoc vwdoug. AvtiBeta, oxnuatiletal évog LOAAKOG, OVATIOTE-
Aeopatikog Bpoppoc. To palako Buopa apometaAdiwy Xxaldel, n awoppayia cuveyiletat
kat n Stadikacio apyilel Eava, odnywvtag og emavolapBavopevoug KUKAOUG OLoppayilog
Kol HePKNC mNéng. Eav o mapayovtag nnéng mou Aetmel ivat FVIII A FIX, Tote n Statapaxn
ovoualetat alpoppodhia A r) B. EQv o mapayovtag nréng mou amnouotdlel ) SucAettoupyel
elvat o mapayovtag von Willebrand (VWF), Tdte n mpokUMtouoa alloppayLkny dtatapayn
ovoualetat vooog von Willebrand (VWD), n onola €xel avadepbel mapandvw. Eav évag
arnd Toug AAAOUG OXTW TAPAYOVTEC TNENG ElvaL LELWUEVOG 1) amouoLalel amod To MAACUQ,
N MPOKUTITOUCO QLLOPPOYLKN Slatapaxn Xopaktnpilletal wg omavia atgoppaylkn diata-

paxn (Bolton-Maggs, 2013).

4.12 Aoppod\ia A kal B

H mo kown alpoppaykn dtatapaxn, n atpoppodiiia, eival pio cuvbedepévn e X yeVETIKA
Swatapayn mou xapaktnplletal anod avenapkela i anouvoia mapayovta VI (FVII) (atpop-
podhia A i KAaowkn atpoppodria)  mapdayovta IX (FIX) (aipoppodilia B [ acBévela twv
Xplotouyévvwv). Ot eNeietc FVIII kat FIX gival kAwika Suodlakpites. Av Kal emi Tou ma-
povtog Sev undpxel Beparmeia yia Tnv alpoppodia, oL otoxol TnG Bepameiag eivat n mpo-
Anyn, n éykalpn avayvwpLon aloppayLlKwy EMEC0SiwVY Kat n KataAAnAn mapéupaon yla

Vv npoAnyn erumAokwy (Kitchen & Makris, 2005).

4.12.1 Entirtwon otov mAnBuopd
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211G Hvwpéveg NoAtteieg, n ouxvotnta tng awoppodiriog Bpédnke va eival pia otig 5.032
YEVVNOELG VEOYVWV apaevikol GpUAou. Me Bdaon autov Tov aplBud, urmoAoyiletal OTL yev-
viouvrtal nepimou 400 pwpd pe alpoppodhia otig Hvwpéveg MoAlteieg kabe xpovo. Auth
N otwyun fouv mepinou 17.000 avBpwrmol pe awpoppodria otig Hvwpéveg MoAwteieg. H
avenapkela FVIII eivat mepinmou téooeplg dopég o cuxvh ano tnv FIX ENAeuwpn. H alpop-
pod\ia epdaviletal oe OAeG TIG GUAETIKEG Kot eBvoTikEG opddeg (Gebhart, Hofer, Panzer,
Quehenberger, & Sunder-Plassmann, 2018).

H aipoppodidia eival pla uTtoAewmopevn Slatapayr TOU CUVOEETOL E TO XPWHO-
owpa X. To avwpaAo yovidlo mou euBuvetal yla tnv alpoppodhia peTadEPETAL OTO XPW-
poowpa X. Ta OnAuka atopa €xouv dVo xpwpoowpata X. Eva BnAuko pe to yovidlo tng
alpodAiag og éva amo ta 2 X XpwHooWUATA TG ovopdletal dopéag atpoppodhiag. ANAG
n mapoucia Tou yovidiou tTn¢ atpoppodAiag oto €va X Umopel va NV TNV MPOKAAECEL va
ExeL alpoppodhia dv to puoLoAoyLkod yovidlo oto dAAo Xpwpoowpa X TNV avtloTtaduilel.
To pOEVIKA ATOUO £XOUV UOVO €Val XPWHOOoWHA X, OTOTE N Mapoucsia Tou yovidiou Tng
alpoppodAlag 0TO XPWHOCWHA X EVOC OPOEVIKOU ATOMOU £XEL WG ATIOTEAECUA TNV QVE-
Tapkela r tnv anouaoia tou FVIII A tou FIX. Ot mpooBePAnuévol avdpeg dev petadidouv tn
Slatapayrn oToug yloug Toug, aAAA o€ OAOUC TOUG YLOUG TOUG OL KOPEG Elval UTTOXPEWTLKOL
dopeic. Zto éva Tpito Mepimov Twv MEPUTTWOEWV alpoppodAiag, dev UTIAPXEL OLKOYE-
VELOKO LOTOPLKO TNC VOOOU. TETOLEC TTEPUTTWOELG EKTLLATOL OTL ELVOL ATTOTEAEGHA LLLOG TIPO-
odatng yevetlkng petaAhaéng (Bolton-Maggs, 2013).

H Stdyvwon tng atpoppodiriag mepthapBavel v e€£Taon Tou LOTOPLKOU TOU -
TOMOU, TOU OLKOYEVELOKOU LOTOPLKOU KOL TWV EPYOOTNPLAKWY EUPNUATWV.

Edv 6ev UTIAPXEL OLKOYEVELOKO LOTOPLKO, UMOPEL VAL UTTOMTEUOUAOTE aLpoppodAia
€AV UTIAPXEL TIOPATETAUEVN Aloppayia and tnv mepLtoun f éva kebaloalpdtwua epda-
vileTal otnv ePiodo Tou VEOYEVVNTOU 1) AV EUPOVIOTOUV EVKOAQ LWAWTIEC ALLOTWHATA R
TIAPOTETAUEVN OTOUATIKY OLLOPPOAYLA KATA TOV TPWTO XPOVO TNG {wNG. Z€ LEYAAUTEPO TTOL-
S1a kal evALKeg, pumopel va epudavioTolV alpoppayLlkd enelcodla ot apBpwoELg, TOUG
MUEG, TO OTOpa HE anwAela i e€aywyn dovtlwy, 1 KATA TN OTLYUN TOU TpaUUATOC 1 TG
XELPOUPYLKAG eméuPaong (Bashawri & Ahmed, 2007).

‘Evol AETITOUEPEG LOTOPLKO ELVOL ONUAVTLIKO YLOL TOV EVIOTILOUO TIPOKANCEWY OTNV
aooTacn, cCupmepAAUBAVOUEVOU OTIOLOUSATIOTE LOTOPLKOU aLoppayio oo MeEPLTOUA N
paBdia prépvac i} SaktuAwY, avuPwWUEVOUC LWAWTIEC I AANQ TIEPLOTATIKA TTOPATETOUEVNG
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Slappon 1 oldnua, mévog Kot MPARELUO OTIG apBpwoELG i oToug HUEG, alloppayia anod to
OTOMA HETA oo amwAeLla SOVTLWV N aLoppayila e TPAULA 1) XELPOUPYLKN EMEUBAO.

To oTopLkd omolacdAMOTE PN GUCLOAOYIKN G ALLOPPAYLOG EIVOL ONUAVTLKO, ELOLIKA
OE APOEVIKA HEAN TNG olkoyEvelag. Emeldn nepimou 1o 30% twv matdlwyv pe apoppodia
8ev €XOUV OLKOYEVELOKO LOTOPLKO, amoucia n algoppayio oe cuyyeveig dev amokAeileL TV
alpoppodhia (Bashawri & Ahmed, 2007).

Y& £va QPOEVIKO VEOYVO yvwaoToU 1 umortou ¢opéa avemnapkelag FVIII i FIX, to
mAdopa pnopel va AndBet and aipa opddaiiov Awpou yia avaiuvon FVII A FIX yia tn Sia-
yvwaon I ToV amoKAELOUO TG alloppodAiag.

Y€ VEOYEVVNTO LE ALUOPPAYLO XWPLG OLKOYEVELOKO LOTOPLKO alpoppodliiag, pmo-
pel va yivel e€€taon FVIII kal FIX og aipa ano nepipepikn dAefokévinon. Ta enineda FVIII
oTO veoyévvnto eival ta (Sla pe ta peyaAutepa matdld Kal eVAALKEG. QOTOC0, 0 EAEYXOG
oTa VEOoyvaA glval Alyotepo aLomiotog otnv avenapkela FIX emeldn to FIX ta enineda sival
ouvnBw¢ xapunAa oe 6Aa ta veoyva. H mAnpnc napaywyn tou FIX dgv cupPaivel mpv amnod
TOUG 6-9 HAVEG NAKlag, OTav To NTap yivetal mANpws wpLuo. Emopévwe, anoucia FIX oto
VEOYEVVNTO CUVETIAyETaL alpoppodidia B, alAd n Baputnta dev pnopet va npoodloplotet
MEXPLTNV NAKLO TWV 6-9 pNVwV. Z& peyaAutepa modLd Kat eVAALKEC e OETIKO OLKOYEVELAKO
LOTOPLKO atpoppoddiag, umopouv va mpaypatonolnBouv npoodloplopol kWY mapayo-
vIwv oe delyparta nepipepikov aipartog (Bashawri & Ahmed, 2007).

Otav umdpxel o ia alpoppayLkig dtatapaxng oe peyoAlutepo matdi  evAika
LLE APVNTLKO OLKOYEVELOKO LOTOPLKO, OL eEETAOELG SLaAoyn ¢ OTwG 0 Xpovoc poBpoufivng
(PT) kat o xpovog peptkns BpoppomAaoctivng (PTT) evbeikvutal yia EAeyX0 yLa TIOAVEG ave-
TIAPKELEG Ttapayovta tRENC. OL KAVOVIKEC TIUEG yia PT kat PTT mowiAouv epyaotnplaka
Kal emiong amod tnv nAwia kUnong Tou veoyvoUl. Ta amoteAEoUATA CUYKPLVOVTOL PE Eva
KaVoVLKO €Aeyxo. Eva nmapatetapévo PTT umoSnAwvel TNV avaykn Slevépyelag eL6IKWV o-
vaAUogwv Tapayovta nnéne.

Ta pucoroyika emineda FVII kat FIX kupaivovtat and 50% €wg 150%. H Sa-
yvwon tng awpoppodriag A i B eivarl emiPeBatwvetat and xapnAo r ano anouvcia FVIII A
FIX (Bolton-Maggs, 2013).

To teoT Xpovou atpoppayiag (BT) ival cuvnBwc dpucloloyiko os aloBeveig pe at-

poppodAia, av KoL TEPLOTACLAKA Evag aoBevAG UE alpoppodAia pmopel va €xeL maparte-
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Tapevn BT. H moootnta tng alpoppayiog mou Umopel v avopEVETaL O€ €va ATOO E alL-
poppodhia e€aptatal ano to cofapdtnTa TNG AvenapKelag. Ta GuoloAoyLka emineda tou
FVIII kat Tou FIX oto mAdopa kupaivovtat and 50% éwg 150% (Bolton-Maggs, 2013).

Ta dtopa xwplg petprowo FVIIL R IX (FVII i FIX<1%) Bewpouvtatl OTL £€(0uV 0o-
Bapn popdn alpoppodihiac. H coPfapn popdn atpoppodhia pmopet va odnyrnoet o ou-
XVA QULLOPPAYLKA ETELCOSLA. Z€ TIOAAEG IEPUTTWOELG, N aldoppayia, Wlaitepa otig apbpw-
O€ELG, Unopet va ocupPel auBoépunta, xwplc Tpalua i TPAUUATIOUO.

Ta enineda napayoviwy and 1% éwg 5% tou GduoloAoyKoU elval EVOEIKTIKA pIE-
TpLag alpoppodhiag. Autot oL acBevelg pmopel va £xouv Un pucoLoAoyLkn aloppayio LETA
Qo ULKpO Tpavpa, alla dev Ba mpénel va epdavilouv aubopunTn atpoppayia.

Qotoo0, peta and enavalaupavopevn alpoppayia otnv idla apbpwaon, pnopel
va epdaviotel aubopunTn alpoppayia og autiv TNV ApOpwaon, OKOWN KAL Vv TO ATOLO £XEL
HETPpLa alpoppodlia (Bolton-Maggs, 2013).

Atopa He 6% £w¢ 49% SpaotnploTnNTa apAyOVTWY Bewpeital OTL £€Xouv AL AL
poppodAia KAl aVOUEVETAL VO £XOUV OXETIKA Alya TipoBARUATA LE aLLoppayieS, EKTOG Ao
TN SLAPKELA XELPOUPYLKNG EMEUPAONC I LETA amd coBapod tpavpa. OLyuvaikeg dpopeig pumo-
pel va €xouv xaunAdtepa armo ta kavovika emnineda nAdopatog FVIII A IX katl £ToL pmopouv
eudavicovv cupntwpata Amag atpoppodhiog (Rydz & James, 2012).

OL KAWVLIKEG EKONAWOELG TNG atpoppodIAiog mepAaBAVOUV TOPATETAPEVN ALLOP-
payia Twv apBpwoewv Kol Twv Huwy, duvntikd Bavatndopa algoppayio HETA amod XeL-
poupylky emépPacn kot TMoAuApOua auénuéva alpatwpata. YrepBoAlkn olgoppayia
META amod pikpd ko ipata ) ypatlouVviEg eivat acuvnBlotn. OLapBpwoeLg Kal oL HUEG elval
OL TILO KOLVEG B€0ELC alpoppayia, Le TA yovaTa, TOUC AoTPAYyAAOUC, TOUC AYKWVEC KOL TOUG
yodoug va eival oL Tiio cuxva npooPePAnuévec apBpwoels (Rydz & James, 2012).

Qotooo, n alpoppayia pmopel va cupPei og omolodAMoTe HEPOC TOU CWHATOC, UE
ETLMAOKEC TIOU e€apTtwvtal amno t B6€on tn¢ alpoppayiag. H apoppayia oto kedhdAl, tov
QUXEVQ, TNV KOLWALA 1) TN YAOTPEVTEPLKN 080 Bewpeital amelAnTikn yia tn {wn Kol IPETEL va
OVTIUETWITIIETAL WE EKTAKTN aVAYKN. AANAQ OLLLLOPPOYLKA ETTELCOSLA TIOU QITOLTOUV AUECH N
Bepamneia nepAappavouy TV cuprieon velupwyv amod UUikn alpoppayia, awpatoupia, Ba-
BL£c préelg, emiotaln kal alpoppayia amo to otopa i tn YAwooo (Gopinath, Skreekanth, &

Yadav, 2014).
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H Beparmeia yia tnv alpoppayia otnv atpoppodhia A kat B mepthapfavel tnv a-
VIIKOTAOTAOoN Tou avenapkoug mapayovta VI IX. Autd cuvnBwg amattel evéodAEBLa
g€yxuon mapayovta mnénc. Na acBeveic pe Amua FVII avemdpkela, n SeOUOMpPEDTivN
(DDAVP) umopet va xpnotuornolnBet yia tnv aneAeuBépwaon tou FVIII and ta evéobnAtakad
KUTTOpA KoL va au€noel emapkwe to KukAodopouv eninedo FVIII wote va oTApATACEL N
alpoppayia. Mpolovta avilkataotaong L6LKoU mapayovta, mpoobeta dpapuaKka Kol voon-
AEUTIKEG apepPaocelg eaptwvtal amd tn Béon kal T coPfapotnta TNG Oloppayiag
(Gopinath, Skreekanth, & Yadav, 2014).

O napadoolakog otoxog TN Slaxeiplong Tng atpoppodAiag fTav n avayvwpeLon
TWV TPWIHWV CNUELIWV TNG alpoppaylag KAl va OVTIUETWITLOTEL AUECA PE TO KATAAANAO
TPOIOV KoL TNV KATAAANAN 600N ylo va OTOUATACEL N aldoppayia kat va anopeuxBolv
TIPOKUTITOUOEG  ETUTAOKEG. AutO ovopaletal Bepameia kat' amaitnon (Gopinath,
Skreekanth, & Yadav, 2014).

To tpéxov mpotuTo Pppovtidac yla maldid pe coBapn atpoppodhia otic HVWHEVEC
MoAtteieg eival mpoAnyn alloppayLlkwy enelcodiwy, Wlaltepa otig apOpwOoELS, LE TNV €K
TWV TPOTEPWV Bepareiol OTIOLOVENTIOTE CUUTITWUATWY alpoppayiag, Vo oXnUa YWWoTO we
npodUAaln. H mpwtoyevh mpodUAan elval n TAKTIKH £YXUON TIPOTOVIWV AVTIKOTAOTOONG
TIapAyovTa amo Ukpn nAwkia yia tnv mpoAndn ¢ apoppayiag. O otdxog g npodpuAaing
elvat va dtatnpouvtal ta enineda FVII N FIX mavw and 1% ava maco oty yla va amo-
TPEMETAL N autopatn alpoppayia. To latpikd kat Emotnuovikd ZupBouAlo (Medical and
Scientific Advisory Council, MASAC) tou EBvikou I6pUpatog Awpoppodiriag (National
Hemophilia Foundation, NHF) €xeL cuotrjoel va AapBavetal umoyn n MPpwToyevAS podu-
Aaén yla pikpa maidia pe cofapn popdn awpoppodria. Evw 0Aec ol kateuBuvtripleg 0n-
yieg ouviotoLv podUAan yia TEtola madld, CUYKEKPLUEVA TIPWTOKOAAX TOLKIAAOUV aTtod
KEVTpo o€ kévtpo (Meijer, van Heerde, & Gomez, 2021).

MoAAot eviAikeg otig HMNA Statnpouvtal emiong o€ TPodUAAKTLKA O UATA YLo TV
npoAnPn ¢ awpoppayiag. H deutepoyevn¢ mpoduAaén eival n mpoduvAaén mou Eekva
LETA OO EMAVOAAUBAVOLUEVA ALULOPPAYLKA EMELCOSLO OE CUYKEKPLUEVO ONUELO.

Enti Tou mapodvrog Sie€ayetal dokiun avixyveuong popéa o€ yuvaikeg o kivbuvo
yla TOV TPOCSLOPLOUO TNG KaTaoTtaong popéa xpnoponowwvtag avaluon DNA evog Sely-
potog mepldeplkol aipatog yla tn peAétn tou yovidiou FVIII i FIX (Meijer, van Heerde, &

Gomez, 2021).
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H avaAuon DNA anattel mpwta Tov mpoodloplopnd TnG LETAAAAENG TTOU TIPOKAAEL
NV atpoppodia os €vav npooBeBAnuUévo avdpa cuyyEVAG OTNV oLlkoyEvela. MOALG evto-
TUOTEL N LETAAAQEN, OL YUVOLKEG OUYYEVELG Utopouv va e€etaoTtolVv. MoAAG HEAN TNG OLKO-
VEVELOG UTopel va xpelaotel va umoBAnBouv oe e€etdoelg yia va SlamotwBouy amoteAé-
OUATA OE €VAV POKPLVO CUYYEVH, OTWG yLa mapadelypa yuvaika Eadépdn Tou atoUoU e
alpoppodhia (Girolami, Ferrari, Cosi, Girolami, & Lombardi, 2018).

Ot yevetikol oUpBoulol pnopouv va BonBricouv otov MPOcSLOPLOUO TOU Told
HEAN TNG OLKOYEVELOG TIPETEL VA e€eTaoTOUV. OL tepLoooTeEPEC avaAlloels DNA xpelalovtal
QPKETOUG HAVEG yLa va. OAokAnpwBouv. QoTtdo0, AV TO AToO lvat coBapad n aloppodL-
Ala A odeiletal og pia petardaén avaotpodnc oto yovidio FVIII, o €Aeyxog avaotpodng
amalttel povo Alyeg pépeg yla va oAokAnpwOel. H avaluon DNA umopet va mpoodilopioet
pla avaotpodn oto yovidio FVIII oto 50% twv aobeveig pe ocoBapn avenapketa FVIIL. Ot
TuOaveg yuvaikeg dopeic oTnv olkoyEvela Umopouv emiong va eAeyxBouv ypriyopa. Eav éva
nipooPBeBAnUEVO apoeVIKO ATOMO Sev sival SLabBéotpo yia EAeyxo, UMOpPEL val yiveL To TEOT
avaotpodng oe mBavoug popeic. Eva BeTikd anotéAeopa oto ONAUKS dtopo urtodnAwvel
otL elval dopéac, alAd Eva apvnTko amotéAeopa dev amokAeiel TNV kataotaon $opEa,
adoU n akpPig peTAAAan otnv olkoyévela eival ayvwotn (Girolami, Ferrari, Cosi,
Girolami, & Lombardi, 2018).

Y€ OPLOUEVEG OLKOYEVELEC, N Kataotaon Tou popéa Sev Unmopel va mpoodloploTel
pe avaAuon DNA, elbikd eav bev untdpxel mpooPBeBAnuévog avdpag oe oxéon e TN SOKLUN
npwTta. TOTE 0 HOVOC TPOTIOG yla va KaBopLoTeL €AV pLa yuvaika ival popéag ival va
npaypatononBel eva eninedo FVIII i FIX. Eva eninebo kdtw amnd 50% vunodnAwvel tnv
mbavotnta otL To BnAuko atopo sival popéag. Oco xapnAotepo to eninedo, TOGO peya-
AUtepn elval n mBavotnta piag Betikng katdotaong dopéa (Shao, Wu, Xu, Wang, & Ding,
2019).

Edv n yuvaika eival ¢popéag atpoppodiiag, Tote e kABe avdpLKn EyKupoouvn
unapxel 50% mbavotnta 1o Bpedog va xeL atpoppodria. O TUMOG Kat n cofapotnta Ba
elval ta dla pe auth Twv AAAWV TANYEVTWY HEAWV TNG OLKOYEVELAC.

Mmopel va yivel mpoyevvntikr ditayvwon ywa awpoppodia A ) B. Eav €xeL ndén
yivel avaAluon DNA kat €xet armokaAUPEeL TNV attloAoytk LETAAAAEN, OTN CUVEXELA ElTE
SdeypatoAnyia xopraknigAdxvng (Chorionic Villus Sampling, CVS) ite n apviomapakévinon
Umopet va xpnotpomnotnBel yia va mpoodloplotel av To €pPpuo Ba €xel alpoppodihia. Av

43



n DNA avdAuon 8ev €xeL yivel § dev ATav evnUEPWTLKN, TOTE N Stadeputkn SelypatoAnyia
opdaAikou aipatog (Percutaneous umbilical cord blood sampling, PUBS) tou eufpuou
Uropet va yivel yla va mpoodloplotel n mapouacia ) n anouvasia tou FVII A mpwteivng mnéng
oTo aipa tou eupplou (Shao, Wu, Xu, Wang, & Ding, 2019).

To mpwTo BrApa yla tnv poyevvnTikn Stdyvwon tng alpoppodiiag eivat o mpoo-
SL0pLopog tou GUAOU Tou eUPpuou, adou HOVOo Ta apoeVIKA EUBpua KLVEGUVEUOUV va EXOUV
awpoppoddia. Emopévwe, umopel va pnv xpelaletal va yivel emakoAouBog EAeyxog yivetat
gav dlamotwOel otL To EPPpuo eival OnAuko (Shao, Wu, Xu, Wang, & Ding, 2019).

Eav mpokettal va yivel CVS, tote 10 dpUAo Tou eUPpuou Ba mpocdloploTel pe Ta-
Xela avaAluon DNA yla Tnv mapoucia i anouoia xpwuoowpatog Y. Edv mpokeltatl va yivet
apvionapakévinon n PUBS, tote mpwta Ba yivel umepnyxoypddnua ylo va avixveubet n
napouoia f n anouvcia méoug. EGv dev umdpyel mEog, TOTe dev amalteitol Mepaltépw do-
K. Qotooo, autn n péBodog Sev eivat 100% aglomiotn. E€aptdrtal and tn B€on Tou ep-
BpUou Katd TN oTLyUn TG e€ETAONC KOl £TOL UIMOPEL va XpelaoTtel va emavaAndBel yla va
vivel B€Bato to pulo (Dorgalelh & Rashidpanah, 2016).

O mpoyevvnTIKOG EAeyxoC yia avemdpkeleg FVII kat FIX pmopet va yivel o moANEG
olkoyéveleg péow DNA avaluong. Auth n HéBodog ival TOAU EMITUXNUEVN YL UNTEPEG
Tou €xouv Nén dokipaotel kat Exel BpebBel va €xouv mAnpodoplakoug deikteg. Ta euPpuika
KUTTOopa yla avaluon AapBavovtal pe detypatoAnPia xoplakng Adxvng, ouvnOwc petal
10"¢ kat 12" eBdopadag Tng eykupoouvng, 1 OUVIOTIAPAKEVTNON, CUVABWG TpayaTOmOoL-
ouvtal HeTta€y tNG 15" Kat tng 16" eBdopddag TnG eykupoouvng. Ta KUTTopa KAAALEpYOU-
VTOL KOLL OTN OUVEXELOL avaAUovtal yla TNV attloAoytk LETAAAAEN. Eav n petaAAaén eival
avtiotpodn, auti n Stadikacia pnopet oAokAnpwOel os mepimou pia eBdopada. Qotooo,
€Qv amatteital o Aemtopepng avaiuon DNA, autd pnopel va Stapkéoel Ewg 4-6 eBdoud-
6e¢ (Dorgalelh & Rashidpanah, 2016).

H avendpkela tou FVIII pmopel va aviyveuBel mpoyevvntikd pe tn Aqdn delypatog
atpatog epBpuou otig 18-20 gBdouadeg kinong amnod tov opudaAlo Awpo. EkteAeital pa
Soklpaoia yla tnv avixveuon tou mnktikou avtiyovou FVII (FVIIIC:Ag) kat oxtL n Spaotnplo-
NTa, n omola ival xapnAn og autiv TNV nAkia kunong. H e€étaon aipatog eufpuou pmo-
pel va yilvel emiong yla Tov poadloplopd tng avemapkelag FIX mpoyevvntikd, aAAd eival
Alyotepo emituxng amnod tnv aviyvevon FVIII emeldni moAAd dtopa pe cofapn alpoppodhia
B mapayouv pia mpwteivn FIX mou eivat avevepyn (Dorgalelh & Rashidpanah, 2016).
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To PUBS yivetal omavia twpa ylati ToAAEG OLKOYEVELEG ival uTtoPRdLEG YL ava-
Auon DNA.

Evw oofapnc popdnc aluoppaylkes SLATapoxEG Kal Ol TIEPLOCOTEPEG OUYYEVELC
QLUOPPAYIKECG SlaTtapaxEG apxika eudaviotav Katd TNV matdikn nALKia, KATAOTACELG TTOU
oxetilovtal pe Bapld alpoppayia LOVO UETA amd OLLOOTATIKN TTPOKANOoN (OMwE XELpoup-
YK eMEUPBaon 1 Tpavpa) cuxva moapouactalovral Katd tTnv evnAkiwon. Auto meplhaupa-
VEL NTILOTEPOUC GALVOTUTIOUG CUYYEVWYV Slatapaywyv Omwe n atpoppodiAia kat n vocog von
Willebrand (VWD). ErtumtAéov, Statapax£g Omwe oL avaoToAE(g Tou mapdyovta néng enn-
pealouv TouG eVNALKEG TILO CUXVA aItO Ta TtadLA. EVAAIKEG E QLUOPPAYIKEG SLOTAPOXES
UTopet eniong va epdaviotouVv apxLlKa PUe 1N GUCLOAOYIKEG EPYOOTNPLAKEG LEAETEG TTAENC
A HE TNV avalntnon pag apxtkng dtafouAeuong otav éva HENOG TNG OLKOYEVELAG EXEL SLa-
YVWOTEL PE KANPOVOULKN oatpoppayikn dtatapayxn (Saes, Schols, van Heerde, & Nijziel,
2018).

Aebopévou Tou pACHATOC TWV MLBAVWY TIAPOUCLACEWY, Ol TIAPoXOoL TPWTOoBA6-
pLog mepiBaAPng umopet va elvat oL TpwToL ou Ba cuvavTrioouv €vav eViALKA TIOU Tta-
POUCLAlEL Lot OKOUN adlayvwaoTtn atgoppaylkn dtatapaxn. H akptBnig diayvwon eaptdrtal
Qo LKAVOTNTA AVOYVWPELONEG TWV CNUELIWV KAl TWV CUUTTTWHATWY TIoU UTtoSNAWVOUV pLa
UTTOKELUEVN alpoppaylki Statapayr, akoAouBoupevn amd KATtAAANAO €pyaoTnPLOKO €-
Aeyxo Kal epunveia pun puolohoyikwy peAetwy mnéng (Saes, Schols, van Heerde, & Nijziel,

2018).

4.13 Alayvwotikd {ntrpata og eviAka Ke mibavr) atpoppayikn Statapaxn

4.13.1 Mn $uOLOAOYIKA CUTTWHATA aLoppayiaG

H awpoppayia eival €va Koo cOUNTWHA Kal eV UTTOSNAWVEL TTAVTA L0 UTIOKELUEVN alL-
HoppayLKN dtatapaxr. ZUMMTWHATA OTIWG alpoppayia Twv oUAwY, emtiotagn, unvoppayia,
TIETEXELEC KOl LWAWTIEC gival dlaitepa ocuxva. Ze pio peAETn avadepOnkav amnod onoudn-
Tote amnod 22% £wg 85% TwV AvOpwWV Kal TWV YUVOLKWY XWPLG OULLOPPAYLKEG SlaTapaxES

(Menegati & Peyvandi, 2019).
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Q¢ ek ToUTOUL, N alloppayia pmopel va anodexBel mpokAnon. Opiletal KAWVIKA
onuavtiki BAevvoyovodepuaTikn alpoppayia wg onolodnmote and ta akolouba: auvBop-
UNTA 1 TIPOKANTIKN apoppayia amnod 2 f meplocotepa Slakpltd BAevvoyovodepUATIKA On-
pela, alpoppayia anod éva povo onueio mou SikaoAoyel aipa Hetayyilosls i atpoppayia
amo &va HOVOo onUelo oTLS 3 1 Mo EeXwPLOTEG EpUTTWOELS. Ta ouotipata BabuoAoynong
alpoppayiag €xouv Seifel MOAAA uTtOoXOMEVA yLa TNV avadpoutkn poPAedn Tou dawvo-
TUToU alloppayiag otov Tomo 1 VWD Kal TpooTTika 60pWVTAG TIG ATILEG OLLOPPOYLKEG
Slatapaxég oe aobeveic mou mapouoldlouv CUMMTWHOTO alpoppayiag  pucloloyika o-
noteAéopata PeAETNG MAENG, aAAd XpeLAloVTaL TIEPALTEPW EPEUVA KAL EMLKUPWON Lo EU-
puTepa KAWVIKN Xprion (Menegati & Peyvandi, 2019).

H AN evéeAexoUg LaTtplkoU LOTOPLKOU Kal N GUCLKN EEETAON CUXVA TTOPEXEL EV-
Sel€elc yla To av umapyetl mabBoAoyikn alpoppayia Kol Umopel aKOUN KoL Vo UTTOSELKVUEL
ruBavég attieg. Kata tn diapketa tng duoikng e€€taong, To d€pua Kal ol BAevvoyovol Ba
TIPETEL VO EAEYXOVTAL YLla OTiyHaTa alpoppayiag (M. HWAWTEC) Kal AAAQ eupripaTa TOU
umodnAwvouv TBAVEG UTIOKEIPEVEC aLTieG alpoppayiag (.. iktepog, tehaloylektaaoia). H
napoucia NMATOUEYAALG, OTIANVOUEYOALOG 1) UTIEPKLVNTIKOTNTAC TWV apBpwoswv Unopet
va urmodnAwvel TBavég Slayvwoelg mou oxetilovtal pe awgoppayia (Maroney & Mast,
2015).

Ta puoika supnpata pnopel va umodnAwvouv avwpaAia eite tng mpwtonadoug
alootacng, n omola KataAfyeL oe oxNUATIOUO BUopatog alponetaAiwy, ite tng deute-
poyevoUG aLUOOTAONC, 0TV omola oxnuatiletol vwdeg péow tng mRENg aAAnAouxiag mn-
&nc N wwbdoAuaon, n puactodoyikn Stdomacn tou Bpoppou (Bick, 2002).

YrniepPBoAikol pwAwrmeg, eniotaln, alpoppayia HeTd amo odovtlatplki n e€aywyn
KOl N unvoppayia eival EVOELKTIKA OUUMTWUATA TWV TTOCOTIKWV I TIOLOTIKWYV Slatapaywyv
TWV alponeTaliwv. AoBEeVE(G Pe ALLOTIETOALOKES OVWHOALEC UIOpEL ETIiONG VO e avicouV
UTtEPBOALKN alLOppOYLa LETA OO ALOOTATIKEG TTPOKAROELS (Bick, 2002).

H nmapouoia netéxelwy Wolaitepa umodnAwvel EAATTWHA alponeTaAlwy. Moootl-
KEC AVWHOALEC QLUOTIETOALWY O EVAALKEG TILO CUXVA QTTOKTWVTOL WG auTodvoaoo (dnAadn,
SlomaBbnc BpopuPormeviki mopdupa [ITP]) kat tou tpokaAeital and dapuaka n Opoppore-
via euBuvetaL yla tn cuvtputtiki MAsoP ndio TwV MEPUTTWOEWV PEUOVWUEVNG BpopPore-

viag (Bick, 2002).
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Oplopéveg emiktnteg OpopBOMEVIKEG KATAOTACEL (TL.X. SLaxutn evdayyeLlakn A&
[DIC] kot BpopPwtiky Bpoppormevikr mopdupa [TTP]/ALUOAUTIK OUPALUKO CUVEPOWO)
UTIOPEL VO TAPOUCLAOTEL HE apoppayia oe acBeveic pe ofeia vooo, aAAG umopel emiong
va €lval o UTIOKE{HEVOG AOYOG VLA QCU UIMTWUATLKN BpopBormevia os meputatntikd acBevn.
JuvnBwg Slaylyvwokovtal cUYYeVELC (i KANpOVOULKEG) BpopBormevieg kata tnv maldikn n-
Awkia, aAA@ n Stayvwon Ba pnopouoe va kabuoteprioetl otnv evALkn wr), EL6LKA 0 ATOUA
miou 8ev AapuBAavouv TakTka vyelovoutkn mepiBaAn. OtmoAudplOueg KAnpovouLkég Bpop-
Bomevieg pmopei va mpoodloplotouv pe Baon To PEyeB0C TWV ALUOTETAALWY, T CUVUTIAP-
XOUOEC UOLKEG I EPYAOTNPLAKEG AVWHAALEG KOLL TNV TTAPOUCLO EAATTWHATLKAG AELTOUPYLOG
TWV ALHOTETOAIWVY KaBwE Kal avwpaAou aplBuou atponetadiwv (Bolton-Maggs, 2013).

ITLG MEPLOOOTEPECG KANPOVOULKEG HopdEC, N BpopPomnevia eival Amia kot epdavi-
{eTOlL HOVO alpoppayia TEPLOTAOLOKA 1) LETA ATO ALUOOTOTLKA TIPOKANGN. OLKOYEVELAKO
LoTopLKO BpopBormeviag (cuuneplhapBavouévng tng Bpoppokuttaporneviag mou anodide-
TatAavBaopéva og AAAEC attieg Omwc To ITP16) unmopet va urmtodnAwvel KAnpovouLlkr 6pop-
Bokuttapomevia. AvtiBeta, n TekUNPLWOoN TOU PONYOUPEVWE duaLloAoykol aplBuou alt-
poretaAiwy Ba anékAele Tn ouyyevr Bpoppomnevia twv yevwntikwv opyavwy (Dorgalelh &
Rashidpanah, 2016).

Molotikég Slatapaxeg aldomnetaliwv mou eudavidovtal oe evAAIKEG UMOpPEL va
TPOKANBoUV anod dapuaka (m.x. aomipivn kat pn otepoeldn aviipAeypovwdn dapuako
[MZA®]), oupatpia, kippwon Kat LUEAOUTIEPTIAACTIKEG SLATAPOXEG. APKETEG KANPOVOLLKES
SlotopaxEc Twv alomeTaAiwy Asltoupyouv emiong kot taflvopouvral pe Stadopeg Tpo-
TIOUG (Ue EAaTTWHATIKA AslToupyia alponeTaAiwy [r.x. mpookdAAnon n cucowpdtwon] A
OUOTOTLKO aLpoTEeTaAlwV [1.x. urmtoSoxelg, kKokkoL i pepBpavikd pwodoAnidia]) (Dorgalelh
& Rashidpanah, 2016).

H mAelovotnta Twv KAnPOoVouLKWY Slatopaxwy Tne AELToUpyLlag TwY aLUOTETAALWV
eudavileTal Katd TNV EVNAKIWGON, CUXVA PETA OO ALUOCTATIKY TTPOKANCH.

H VWD pmnopet eniong va BswpnBel Slatapayri tng Asttoupylag Twv QLUOTETA-
Alwv, dedopévou tou polou tou napayovta von Willebrand (VWF) otnv mpookoAAnon kot
cuoowpevuon alponetaiiwv. Katd cuvénela, n VWD teivel va epdaviletol pe KAWVIKA on-
pela KOl CUMMTWHOTO TOPOUOL UE QUTEC TIG SLATAPAXEG ALUOTIETOALWY. 2€ aoBeveig e
OXETIKO LOTOPLKO (T.X. onUAVTIK BAEVVOYOVOSEPUATIKY aLLOPPAYyid, OLKOYEVELOKO LOTO-
PLKO), N OPXLKH OLLOTOAOYIKN) EpyacTtnplokn afloAoynon Ba npenel va mepAapBavel e8Ik
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e&€taon ywa VWD (avtiyovo VWF, §paoctikotnta cupnapdyovia plotoketivng VWF, kat 6o-
KLMEG Spaotikotntag mapayovta VII). AANeG e€eTaoelg eEAEyXOU OTIWG O XPOVOG EVEPYOTIOL-
NUévNg HepLkNG BpopuBomAactivng (aPTT) kot xpovo alpoppayiag evOEXETAL va XAOEL TO
VWD (Bashawri & Ahmed, 2007).

To epyaoTrpla ALLOOTATIKOU EAEYXOU pouTivag Umopel emiong va pnv evtomnicouv
AAAQ eAaTTWHATA TNG AELTOUPYLAG TWV ALUOTETOALWY. ZUVENWG, o€ acBeveig pe BAevvoyo-
vodepuatikn awgoppayia mou dev €xouv Bpoppomnevia 1 VWD, n ypnyouETpia alponeTa-
Alwv Ba mpémel va Bewpeltal wg apyikn e€€taon yla tTnv afloAdynon tng Asttoupyiog Twv
alponetaAiwy, emutAéov TnG afloAdynong evog enyplopatog nepideplkol alpatog yla a-
VWHOALEC 0T popdoloyia TwV alomeTaAiwy o eival ELOIKEC Lo OPLOUEVEC KATAOTACELG
(r.x. ouvépopo ykpilwv atpomnetadiwv) (Gopinath, Skreekanth, & Yadav, 2014).

Ye avtiBeon pe TNV emidpavelakn aLpoppayio Tou oXETI(ETAL PE EAATTWUOTO OLLLLO-
TETOALWY, TA EAQTTWHOTA TOU TTAPAYOVTA TNENG €XOUV WG AMOTEAECHO KaBuoTepNnUEVD,
BaBia alpoppayia, ya mapadelypa, o€ pUeG N apBpwoels, KaBwc Kot BabU¢ LaAAKOC LOTOG
Kal BAevvoyovodepuatikn alpoppayia. AGBeVelG Ue NTLOTEPEG OUYYEVEIG QVETIAPKELEG N
EKELVOL UE OPLOPEVEG ELOLKEC CUYYEVELG QVETIAPKELEC (TT.X. OVETIAPKELA TTapayovTta Xl), eivat
TILo TILBAVO Val ALLOPPAYROOUV LETA OO OLLOCTATIKY TTPOKANON).

H punvoppayia givat éva Koo CUUMTWHA OLLOPPAYIaG OE YUVALKEG, TOCO UE Kal
Xwplc dtatapaxég atpoppayiag. H pnvoppayia ival To mo cuxvo CUMMTWHA OLLoPPAYIiag
O€ YUVALKEG UE KANPOVOULKES QLLOPPAYLKEG SlaTtapaxEg, Wblaitepa pnvoppayia mou Eekva
o€ gupnvapxn Kat empével otnv eviAikn Lwn. Otav n pnvoppayia EEkva Hetd TNV nALkia
Twv 20 eTwv, Ba mpémnet va AndBolv unton ol emiktnNTeC alpoppayLlkeg Slabeoelg, kKabwg
Ba IPEMEL VAL UTTAPYOUV N ALUATOAOYLKA aitia Omwe n maboAoyia tng untpag (m.x. wo-
HuUwUaTa), 0 UTIOBUPEOELSLONOG Kal, YUVAIKEG AVw TwV 40 ETWV, TIEPLELUNVOTIOLUCLOKI O
vwoppnéia (Palla, Peyvandi, & Shapiro, 2015).

ZuoTAOELG yla TV afloAdynon tng ofelag unvoppayiag €xouv SnuootleuBel kal me-
pAappavouv afloAoyNnOoELG TNG ELUNVOPPOLOG TOU aoBevoug, TNG aloppayiag, tTng dap-
HMOKEUTLKAC OlyWYIC KOL TOU OLKOYEVELOKOU LOTOPLKO, EEETACELC TTUEAOU HE ETTAKOAOUON €-
g€taon NamavikoAdou kat Bloyia evdountpiou, 6w KAtdAAnAo, ue Bdon mMapAyovieg
OMWC N NAKia Tou acBevVoUC KaL TN OKOTILUOTNTA TIPAYHUATONOINONG AUTWY TWV MApEUPaA-

OEWV PMEOW Baplag UpNVoppOoikAg atpoppayiag Kol (Katd mpotipnon evOOKOATILKO) UTte-
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pnxoypadnua. ZUVIOTWHEVOG OPXLKA O EPYAOTNPLOKOG EAEYXOG TEPAAUBAVEL TTARPN aLULa-
ToAOyLKN €€€TOON, TEOT EYKUMOOUVNG, XPOvog mpoBpoufivng (PT), aPTT kat, edv eival edt-
kto, emtineda VWF (Palla, Peyvandi, & Shapiro, 2015).

ErutAéov, ol pehéteg umopet va meptAapBavouv eEETACELS yLa TN AELToupyia Tou
ATIATOC 1) TWV OLLOTIETOALWYV 1) CUYKEKPLUEVA ETIMES A TTOPAYOVTIWY, OTWCE EVOELKVUTAL KAL-
VIKA. Aglypata pmopouv eniong va AndBouv yla anobrikeuon og PeAAovTIKn e€€taon, €L-
Ska gav n xopnynon Bepamnelwv petayylong (m.x. ppéoko katePpuyuévo mAaopa [FFP]) ei-

val avapevouevn (Menegati & Peyvandi, 2019).

4.13.2 AJLOTOAOYLKEG EPYOLOTNPLAKEG AVWLOALEG

MOALG EVTOTULOTEL £vVa ONUAVTIKO LOTOPLKO alloppayiag, n apxlkn €pyaoctnelokl afLoAo-
yNnon MPayLOTOTOLETAL YEVIKA YLa VO TTPOOSLOPLOTEL N UTTOKELMEVN attia. EVAAAOKTIKA, -
VaG eVAALKOG HE adlayvwaoTtn algoppayLkn dlatapaxr UMopel va mopouclaoctel pe pn ¢u-
OLOAOYLKEG QLUATOAOYIKEG EPYOOTNPLOKEG TIUEG TTOU AapPBdavovtal w¢g HEPOC agloAdynong
yla XElpoupylkn eméuPBaocn 1 ya kamoto aAAo Aoyo. Auénuévn svaloBnoia Twv avtdpa-
otnplwv mMou xpnaotomnolouvTal o€ TPoodloplopols mNENG, kKupiwg PT kat aPTT, éxouv o-
dnynoet oe auvénuévn enintwon o un GUCLOAOYIKA ATOTEAECHATA VLA AUTEC TIG SOKLUEG
(Palla, Peyvandi, & Shapiro, 2015).

Epyaotnplakeég HEAETEC cUGOWPELONG SLOAOYNG €XOUV XaUnAr) CUVOALKA armo-
00N amouciag CUUMTWHUATWY I OLKOYEVELAKOU LOTOPLKOU LA UTIOKELUEVN OQLULOPPOYLKN
Swatapayn. AKOun Kat Hetall aoBevwv pe uPnAn MPoSOKLUAOTIKY TIBavoTnTa va £XOUV
pLo apoppayikn dStatapayn, LOVo pia petoPndio avwUOALWY aVTLOTOLXOUV UE KAWVIKA on-
HOvTIKA alpoppayia Statapayr. Anotuxia evtomiopol Tou UTTOCUVOAOU OTOUWV TWV O-
Tolwv oL un PpuCLoAOYLKEG HEAETEC TNENG UTTOSNAWVOUV La adLAYVWOTN AKOUN ALUopPa-
YLK Slatapayr, wotooo, Umopel va ExeL coBapPEG CUVETELEG, LOLaitepa edv oxedlaleTal pLa

Xelpoupykn enépPaon (Palla, Peyvandi, & Shapiro, 2015).

4.13.3 Aokaoieg pun puolohoykng mniéng
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H napdtacn tou aPTT ) Tou PT pumopel va UTTOSELKVUEL LOL ETIIKTNTN 1} CUYYEVH OVETIAPKELD
Tapayovta mnEnNg N Evag avaoTtoAéag eVOg N TEPLOCOTEPWV Ttapayoviwy nnéng (Bolton-
Maggs, 2013).

OL mBavol avactoAeic meplhapupavouv GpapuakeuTiky aywyn (6nAadn avtun-
KTIKA), QVTLOWUATA TIOU 0TPEPOVTAL KATA EWIKWVY TOpayovIwy RENG Kot pn edkol ava-
OTOAE(G (TL.X. AVTUTNKTIKA Tou AUKoU). Mmopel va xpnouomnotnBel peAétn avapeléng yla va
SlapopormonBei pLa avemdpkela anod Evav avaoToAEa. Z€ YLa LEAETN aVAUELENG, (ool dykol
TIAAOLLOTOC UYLOUG aTtOpoU Kot aoBevoug cuvdualovtal Kal oTn CUVEXELD N LEAETN TNG TUA-
€nG emavoAapuBAvETAL. € MEPUTTWOELG AVEMAPKELAC TTOPAYOVTA TNENG, N tapouaoia Gpuoto-
AoylkoU TTAQOMOTOC QVTLKAOLOTA TOUG TTAPAYOVIEG TTOU AE(TOUV, OUOAOTIOLWVTAC £TOL TN
HEAETN TNG PUCLOAOYIKAG TTAENG. AVTIBETA, OTAV UTIAPXEL AVOLOTOAEQG N AVWHOALD ETILUEVEL
LETA TNV T{POOONKN KAVOVIKOU TTAACHOTOC. 2€ OPLOMEVEG TIEPUTTWOELG, ATIOLTELTAL TTOPATE-
TAUEVN EPLOSOG EMWACNG LETA TNV OVAUELEN YLA TNV aKPLP EpUNVELX TWV amoteAeoud-
TWV. JUVETIWE, £LVOL ETUTAKTIKI AVAYKN N LEAETN avapleng va BplokeTal o€ KUPBLOUO 0TOUG
37°Cyila 2 wpec. EUKOAQ avayvwpioLUeS attieg avwraAlwy TNG LEAETNG TAENG (T.X. €va Tin-
KTIKO PAPUOAKO, CUCTNUATIKEG ACOEVELEC OTIWCE TL.X NTATIKA VOOO N TEXVNTA apataon [m.x
ano «poAuvon» delypatrog pe nmapivn]) Ba mpénel Wdavikd va amokAslotouv (Bolton-
Maggs, 2013).

Ot miBavol mapayovteg mAENC mou eUMAEKOVTAL Kal, EMOUEVWG, oL TiBaveS Sia-
YVWOELG UTTOPOUV VA TIEPLOPLOTOUV KATW BACEL TNG omtolag n HeAETn mNENG elval avwpaAn.
Mepovwpuévn mapdtacn Tou aPTT umodnAWVEL P avwUaAlo ToU gyyevoUg LOVOTIATLOU
(6nA. T™ng mpokaAAkpeivng, uPnAoL poplakol Bapoug kvivoyovo, mapayovtag VI [FVII],
napayovta IX, mapayovta Xl, ) mapayovtag Xl [FXI]). Mo amopovwpévn MTOPATETAUEVN
T aPTT pnopel emiong va uTtoSeIKVUEL EvVa AVILTNKTLKO yLo TOV AUKO. MLaL QITOOVWHEVN
napatetapévn PT umodnAwvel avwpalia tng e€wyevoug odou (dnA. o mapayovtag VI
[FVIN]) (Maroney & Mast, 2015).

Kata nepilotacn, ouyyeveig eAAeleLg Tou TeEAKoU Kowvwv rtapayoviwy odou Il (Fll,
ETONC yVWOoTOG wg mpoBpoufivn), V (FV) kot X (FX) kat wvwdoyovo UmApxEL LE AMTOUOVW-
HEvN TapateTapévn PT kat kavoviko aPTT. OAeg oL KATAOTACELG TTOU Tapateivouy To aPTT
n PT 8ev oxetilovtal pe atpoppaytkd patvotumo. MNa napddelypa, To oVTUTNKIKO Tou AU-
Kou €lval mio mBavo va cuoXeTLoTEL He BpouBwon mapd Pe algoppayia, EKTOC and onad-

VLEG TIEPUTTWOELC AVTIOWHATA KOTA TNG tpoBpopfivng, ta omoia odnyolv og alpoppayLKa
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CUMUMTWHOTO KAl Tapatetapévn PT emumAéov Tou mopatetapévou aPTT. Ol avemapKeELEC
TWV TTAPaAyOVIWV Tou evepyomolouv tnv enadn (FXII, mpokaAAkpeivn kat Kwvivoyovo udn-
Ao poplakoU Bapouc) eivat omavieg kat dev mpokaAoUV EUKOAN alpoppayia, wotdoo cuv-
Séovrtal pe afloonueiwta mapatetapéva aPTTs. Otav {nteital va aflodoynBei évag acu-
UTTTWLATIKOG a.00evr ¢ TToU €XEL EUPOVWE TTAPATETAUEVO aPTT, EAEYXOG YLO AVILTTNKTLIKO AU-
KOU TIPEMEL vaL AapBavetal umoyn MPwTa KATA T MEAETN AVAUELENG OTAV ATIOTUYXAVEL Val
Slopbwoel kat yla avemdpkela FXIl otav to aPTT SlopBwvetal otn PEAETN QVAMELENG
(Maroney & Mast, 2015).

H napdtaon toco Tou aPTT 660 Kal Tou PT amopovVWwVEL TNV aVwHAALa 0TNV TEALKN
Kowvn 060, ou amoteAeitat amno FV, FX, Fll kat vwdoyovo. Zuyyeveig i emiktnteg eAAeleLg
OTOLOUSNTIOTE MO AUTOUC TOUG MOPAYOVTEG UMopPEL apouctalouv apatetapévo PT kal
aPTT. Zt1g emiktnteg pmopel va epdaviotolv eAAEIPELS LELOVWHEVWV TTAPAYOVTWY TNENG
0TO MAQLOLO CUCTNHATIKWY 0.oBeVELWV OTWwE N apuAoeldikr ovwon (FX) kat n puehomoAla-
TAQOLALOTLKN VOoOo( (FV) kal mpémnel va Stadopormolouvtal amo TG cuyyeveic eAelelg (van
Rein, et al., 2017).

ENelelg moAamAwy mopayovtwy Kal and ta SUo Ta eYYeVN Kal EEWTEPLKA LO-
VOTIATLO ] KOl OTTO TOL TPLOL LOVOTIATLAL UMOPEL EMioNG va tapateivouv Tautoxpova to aPTT
kat PT. Mnopel va epdaviotolv eAAeielg moAamAwyv mapayoviwy Kabwe anotéAeoua
ooBapng NTATIKNAC vOoou, UTtEpBepameuTIKEG §OOoELC Bapdapivng LE ATTOTEAECUA OVETIAP-
kel Brrtapvwy K— e€aptwpevol mapayovieg, 1 KAtavaAwTikn nnktkotnta (dnAadn, DIC,
Tou epdavileTal YEVIKA OTO MAQLOLO CUCTNUATIKAC VOOOU Kal, EMOMEVWG, Elval amnibavo
Va TIOPOUCLAOTEL AMOKAELOTIKA E ACUUMTWHOTIKA MEAETN MAENG ab ducolodoyikd) (van
Rein, et al., 2017).

MBavol avaoToAEig TTOU UTTOPEL VA TTAPOUCLACTOUV LIE TTApATETAUEVO aPTT katl PT
nepAappavouv nrmapivn, apeocol avactoAeic Bpoupivng, Loxupol avtimnktikol AUKoL Kal
AAAoL pn ewdikol avacTtoAeic Onwe auTEG mou oxetilovtal e AeUdOTOAAATTAQCLOOTLKEG
Slatapaxeg A SlatapaxEG LOVOKAWVLKWY TMPWTIEVWY. Ta ALULOPPOYLKA CUMMTWHOTO Eival
YEVLKA XOPAKTNPLOTIKO OAWV TWV KATACTACEWVY TIOU Ttapateivouv Tautoxpova PT kot aPTT.

H avendpkela Brrapivng K kat n nmatiky vooog pmopel kat ot U0 va €XouvV wg
QMOTEAEGHA TNV apATach t¢ PT 1}, o€ Lo mpoxwpnuévn otadla, Tooo Tou PT 6060 Kal Tou

aPTT. OL mapayovteg mnéng mou e€aptwvtat and tn Brrapivn K (I, VII, IX kot X) pnopet va
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e€avtAnBel Aoyw Suocamoppddnong, mapatetapevn xpron avtiBlotikwy 1 Bepaneia pe
Bapdapivn.

H nmatiki vooog Stakpivetal and tnv ENewpn Brtapivng K anod avendpkeio FV
ETIUTAEOV TWV TIAPAYOVIWY TIou e€aptwvtal ano tn Prapivn K. Ou acBeveig pe nmatikn
vooo eival aniBavo va mapouoldlouv HOVO OCUUTITWUATIKEG EPYAOTNPLOKES AVWHAALESG
TNENG KAL CUXVA £XOUV TAUTOXPOVO CWHATIKA onUela (.. (KTEpog, NatopeyaAia) r} AAAEC
EPYAOTNPLAKEG AVWHAALEG EVOELKTIKEG Slatapaxng TS madnTikng Asttoupyiag (m.x. Opop-
Bomevia, uMtoAeUKwPOTWVALULQ, TpovoawviTIOQ).

Eniktntol avaotoAeic Tou mapdyovra mHENG (1 aUTOAVILIOWMOTA), TTOU OTPEdo-
vtot ouvnBwc katd tou FVIII (o katdotaon mou avadEPETal wg EMIKTNTN alpoppodiia),
Atilouv 18laitepng avadopdg ylati prmopel va oxetilovral Le coBapn alloppayio o evn-
AIKEC XWPIC TNV oTopla TNG alpoppayiag. H emiktntn awpoppodia eival omavia Katd-
otaon (emintwon 1 €éwg 4 ava eKATOUPUPLO ava £€tog 33) ou ennpedlel Kuplwg Toug NAL-
KLWUEVOUC. Ze peyalutepn ouAhoyr pooBeBAnuévwy acBevwv péxpt onuepa (n=501), n
Sldpeon nAwia katd tn dtayvwon ntav 74 €tn (Zegers, et al., 2020).

Qoto00, L8laiTEPA OL VEOTEPEG YUVALKEC UMOPEL VAL EMNPENCTOUV ETiONC AOYW OU-
OXETLONG E TNV EYyKUHOOUVN. MEPLMOU OTIG ULOEC TTEPUTTWOELG, CUVUTIAPXOUV I UTTOKEILEVN
nabnon Onwg¢ n EYKUPOCUVN Kal €lval TAUTOTOLNUEVA OPLOUEVA aTtO Ta omola (Tt.Y. KopKi-
VOG, OUTOAVOON VOoOoG) xapaktnpilovtal and avoooAoylkn anoppubuion (Zegers, et al.,
2020).

Entiktntn awpoppodlia Ba mpémel va umtdpyxel w¢ uroPia og Eva EVAALKO LE VEQ
N mpoodatn alpoppayia mou Sev EXEL KAVEVA TIPOCWTILKO N OLKOYEVELOKO LOTOPLKO ALUOp-
paylag Kal mopoucLalel UE €vVa ATIOUOVWHEVO TtapateTapévo aPTT mou dev SlopBwvetal
o€ pLa HeAETn avapeEnc. H emiktntn awpoppodhia oxetiletal pe Wblaitepa vPpnAn Bvnot-
potnta, LEXpL 41% oe aoBeveic xwplic Bepamneia kol 6% £wg 8% petalL Bepamevovtayv a-
noteAeopaTikAd aoBevelg, kKuplwg Adyw enavailpoppayiag. Nati n eniktntn awpoppodhia
anattel e€elblkevpévn Bepamneia, n éykalpn dtayvwon eival onuavtikn, Wlaitepa otav i-

val arapaitntn po emeppatikn dtadikaoia (Simpson, et al., 2011).

4.14 OpopuPormevia
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H BpopBormevia opiletal wg 0 aplBUog Twv apomeTaAiwy KATW Ao To KATWTEPO OPLO TOU
duaclohoykol gupoug (6nA. 150.000/L ota TepLOCOTEPA EPYOOTHPLA). I€ AOUUTTTWHUOTL-
KoUG aoBeveig, n texvnth BpopPornevia wg AMOTEAECHO TNG CUCCWPEUONG ALUOTIETAALWV
UMOpPEL TPWTA VO ATIOKAELOTEL e €EETAON TOU EMLXPLOMATOG TEPLDEPLKOU aipatog. H Bpop-
Bokuttapomevia epdpaviletal AOyw PELWHEVNG TTOPAYWYNG, KATAOTPODNG I KATAVAAWONG,
n 6éopevong alomnetaliwy. AvocoBpopporevieg, ite 16lonabeic (mpwtonabeig) eite deu-
TEPOYEVEIC 0 aUTOAVOON 00BEVEL, UTIOPEL VO TIAPOUCLAOTEL E ACUUMTWUATIKY, UEUO-
vwpeévn Bpoppormevia. ANeg miBaveg attieg og unepduolkoug aobeveic mephappfdavouv
GAPUAKEVUTLKN OywyH O LOAUCUATIKOUG Ttapayovies onwg o Epstein-Barr (Colucci, et al.,
2016).

AvtiBeta, oplopéveg Bpoppomnevikég mpolmoBEoelg pmopel va e€alpebolv Aoyw
™G EMEWPNG OUYKEKPLUEVWYV Tipodlabealakwy apayoviwy f ofelag aoBévelag (m. alpo-
AUTLKO OUpPOLULKO cUVEpOO Ttou TtpokaAeital amo tofivn shiga i DIC). Alpoppayikn Taon
oe BpopPomnevikég ouvOnkeg cuvnBwe e€opTwvTal Ao ToV ApLOUO TWV ALUOTIETAALWV.

H alpoppayia eival yevika Nria Kot meplopiletal oe HWAWTEG 6Tav 0 aplOUoC Twv
atponetaiwv unepPaivet ta 20.000/ L. O kivduvog yla autopatn atpoppayio avéavetal
puovo adoul o aplOpog Twv atpomnetalinwv pewwdel oe 10.000/L, ektog and tnv ITP, otnv
orola n avgnuévn MAPOUCLa TWV VEAPWY, UTIEPAELTOUPYLKWY OLUOTIETOALWY propel va Sia-
TNPNOOUV TN HLOOTOON AKOUN KoL 0€ aplOpoUC aoTETaA WY KATW amd auto To eninedo

(Colucci, et al., 2016).

4.15 Mn puotohoyik Asttoupyia Twv atponetaiiwy

lotopLkd, 0 XpOvog alloppayiag xpnoLuonolndnke wg Sokiur StaAoyng yLa TOLOTIKEG aVw-
poAlec alponetaAiwy, cupmneplapBavouévwy o aoBeveic mou untoBaAlovtol o emepPa-
O€LG, LOlaitepa o€ aUTOUG TTOU ekTEBNKAV Mpoodata o€ GApUaKa TTOU eVOEXETAL va OANG-
€ouv TN Asttoupyla Twv atpomnetoAiwy (r.x. aomipivn 1 Mn Xtepoeldr) AvtipAeypovwdn
QOappaka, MZAD). Auth n SoKur xpnolpomnolBnke emiong yla Tov EAEYX0 OPLOUEVWV alL-
HoppPaYIKWV Statapayxwv, cupneplappavouévou tou VWD (Bashawri & Ahmed, 2007).

H Sokiun dev €xeL anmodexBel 6tL mpoPAEmeL utepBOALKN XELPOUPYLKA alpoppayia
(Wblaitepa xwpic AANO LOTOPLKO TTOU UTTOSNAWVEL alpoppayLki Statapayxn) n va npoadlopi-

Touv pe atlomiotia tn SuoAeltoupyia Twv MAakoeldwv mou MpoKaAeital and aomipivn
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MZAQ®. ErumA€ov, oplopévol acBeveic pe VWD €xouv Kavoviko Xpovo alpoppayiag. Emoué-
VWG, auTn n ok 8ev cuviotatal MAE0V WG pouTiva KaBwG LEPOG ULAG OPXLKAG ALLOOTA-
TIKA G EpyaoTnpLakiG afloAdynong, eldika yia éAeyxo yia VWD (Bashawri & Ahmed, 2007).

MNa afloAoynon Aettoupyla atpomnetaAiwy, to PFA-100 £xeL QVTIKATAOTAHOEL TO XPO-
VOG aLpoppayiog o TOAAQ €pyaoThpLa. € QUTAV TNV TEXVLKN, €va Selypa 0ALKOU aipatog
SLEPXETAL OO £Va AVOLYUO O PEUPBPAVN ETUKAAUMHEVN HUE KOAAQYOVO Kal elTe emvedpivn
elte Sipwodopikn adevoaoivn, Kal o xpOvog mou xpelaleTal yla va YiveL N HEPBpavn LETPLE-
TaL 0 XpOvo¢ KAelolpatog. O xpovog kKAsloipatog mou uttepPaivel ta 300 SeutepoOAemnta Be-
wpeltal mapatetapévn. Av kot to PFA-100 €xel amodewxBel OTL £xel oxeTikd vPnAn gvat-
oOnola yla tnv aviyvevon pETplag Kal coBapng SuoAsltoupylag Twv aLUOTETAAlwY TTOU
oxetilovtal pe tnv aompivn kat ta MZAD kat coBapég Statapaxég tng Aettoupyiog Twy
oLpomeTaAiwy, oL xpovol KAslolpatog evdéxetal va eivatl puololoyikol oe nmiotepn VWD
Kal StatapaxEg Asltoupyiag AlUoneTaALWY, CUUTEPIAAUPBAVOUEVWY TWV OXETLKA KOLVWV OlL-
poretaAiwv eMelelg tng de€apevng anobrkeuong, meplopilovrag £ToL TNV XpNoLpoTnTA
Tou PFA-100 wg epyaleio eAéyxou yLa OAEC TIG SLATAPAXEG TNG AELTOUPYLAC TWV ALUOTIETO-
Alwv. Eav évag aoBevig umoPLaletol OTL XL oNUAVTLKA Statapayn tng Aeltoupylag Twy
atponetaAiwy, ouviotatal va cupBouAeuTel évav alpatoAdyo yia tn AfPn 1o EKTETAUE-
VWV OLUOTIETOALWY UEAETWV CUYKEVTPWONG KoL areAeuBEépwaong o€ €va eEELOIKEVUEVO €p-

yaotnploko neptBailov (Bolton-Maggs, 2013).

4.16 Kavovikeg ApxIkEG ALLOTOAOYIKEC Epyaotnplakeég MEeAETEG

AtileL va onUeLwBOEeL OTL TTOAAEG QLLOPPAYLIKECG SlaTapPaXEG OXETL{OVTAL E KAVOVIKEG OLPXLKES
OLLLOTOAOYIKEG €pYaOTNPLOKEG UEAETEG (ONA., aplBuog awpomnetaliwy, PT, aPTT kat PFA-
100). € OPLOUEVEC TIEPUTTWOELG, N EVOLOONGCLA AUTWV TWV PEAETWV LA TNV OVIXVEUCH OpL-
OUEVWV KATAOTACEWVY, OTIwG KaBw¢ oplopévol Ttumol eAAeiPpewv VWD ) nriidtepwv mapa-
YOVTWV UMOpPEL va elval TIEPLOPLOUEVD. T€ AANEG TTEPUTTWOELG, OUTE N Ttapaywyr Wwdoug
oUTE n Aettoupyla Twv atpomnetaAiwy eival e€aoBevnuévn. Emopévwg, HEAETEG TAENG KaL
TLOOOTIKEG KOl TOL TIOLOTLKA OTOTEAECHOTA TWV EEETACEWY ALUOTETAAIWYV lval puclolo-
YIKA.

EVaAAQKTIKEG EEETAOELG TIPOCUUMTWHOTIKOU EAEYXOU EVOEIKVUVTAL OTAV QUTEC OL

QLOoPPAYIKEG SlatapaxEg eival umomteg He Baon KAWVLIKEG attieg (Zegers, et al., 2020).

54



4.17 OPAMEUTIKEG OTPATNYLKEG OE ACOEVEIC UE QULUOPPAYLKES SLATAPAYES

Oplopéveg Baolkég odnyleg LOYUOUV yLo OAOUC TOUG O0OEVEIG E OLLLOPPAYIKEC SLATAPAXEG
oto mAaiolo tng mpwtoBaduiag nepibaAPng. Nevika, kaBe papuako mou pnopet va BAaP et
TNV aLooTaTikn Aettoupyia, Onwg n acmipivn kat ta MIAD, Ba mpémnel va anodelyetal,
WSlaitepa katd tn Sldpkela alpoppaylkwy enelcodiwv (Gopinath, Skreekanth, & Yadav,
2014).

Zwotr mPoAnTTik dpovtida, cupnepAapBavopEVOU TOU TIPOCUUMTWHOTLKOU €-
A€yXOU ylal KOLVEG OUVVOONPOTNTEG TTOU OXETI{OVTAL PE TNV NALKLA KL TTApAYOoVTEG KVEU-
VOU, €lvOill ONUOVTIKOG O€ 0lUTOV ToV TANBuoUO.

Ol KATAOTACELG UTopel va elval olaitepa MPoPANUATIKEG 0 acBeVElg Le alpop-
payikég datapaxéc. Na mapadeypa, n coPfapr UnEptaon mou Sev €XEL OVTIUETWITLOTEL
umnopel va odnynoel og evdokpaviokn atpoppayia. Ot emeuPatikeG MPOANMTIKEG Sladika-
oleg ) oL SLadkaoleg MpoouunTwHATIKoU eAéyxou Sev Ba mpénel anapaitnta vo avoBal-
Aovtal Adyw Kwvduvou yla atpoppayia. H taktik odovtiatpiky ¢ppovtida pmopet va sivat
dlaitepa onUaAvTIKA 08 ACOEVEIG e ALLOPPAYLKEG SLOTAPOXEG Yo va amodeuxBel n ava-
VKN YLOL TTLO EKTETOEVO 0dovTLaTpLKO emtepBatikod €Aeyxo (Palla, Peyvandi, & Shapiro, 2015).

AKOUN, UrtopouV va yivouv SladLkaocieg Omwe n KOAOVOoKOTNoN KE EAAXLOTO Kiv-
Sduvo alpoppayiag. H ouvevvonon pe évav alpatoloyo Ba mpémnel va e€staletal mpLv amno
TETOLEG eEMEPPAOELG YL va SlamiotwOel edv elval cuoTnULkr, av eVOEIKVUTAL ALULOOTATIKN
KaAun kat, av vai, anod Tt Ba mpEmel va anoteAeital auth n KaAuyn. Alpootatikr Bepa-
nela ouxva Sev xpeldletal yla eAaxlota emePatikég Stadikaoieg, Wblaitepa edv Sev umdp-
XELTOUNA N ekTtoun Lotou (Palla, Peyvandi, & Shapiro, 2015).

IXOAQLOTLKN XELPOUPYLKI) TEXVLKN KOL TOTIKA HETPA OTIWE cuppadr) KoL Xprion KOA-
Aag wwdoug, ofelbwHEVNC KuTTaPivNG, N} TOTIKA Ta AVTUWVWEOAUTIKA (TT.X. TPAVEEQULKO 0EUL)
UTTOpEL va elval Lkava va S1atnpriocouyV TV alnootacn rj TOUAQXLOTOV VO EAAXLOTOTIOL|GOUV
TN XPNON CUCTNHOTLKWY QLUOCTATIKWY BEPATIELWY OE OPLOUEVEG OSOVTIATPLKEG EMEUPA-
o£l1C. TETOLO TOTIKA PETPA UTTOPOUV MioNG va Xpnotpomnotnfouv yla altpoppayilo amo min-
VEG, EKTOC arod To KAelolo (0mou xpelaletal), ackwvtag nieon. Me emuuelr mpoooxn otnv
TOTUKN QLLOOTACN, Ol CUCTNUATLKEG Beparmeieg pmopouv cuxva va anodpeuxbolv o mepl-

TITWOELG Nooovog onuaoiag atpoppayiag (Palla, Peyvandi, & Shapiro, 2015).
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4.17.1 Alootatikeég Oepaneleg

Juviotatal avernipuAakta n dtafovAsuon Pe €vav aUAToAOyo TPV amnod tnv evapén ou-
OoTNUOTIKWY Bepamelwy yla va oulntioouV Ti¢ emloyég Bepameiag kal va Stacdpaiicouv
OTL cUAAEyovTOL Selypata Yo OAEG TIG EVOELKVUOUEVEG EPYACTNPLAKEG LEAETEG TIPLV OO TN
XOpnNyNnon omolwv_anToTe MPOoIOVIWVY QATOC, KABWG OUTO UMOPEL va EMNPEACEL TNV alo-
TLoTLa omolwvenToTe anoteAeopdtwy (Shapiro, 2020).

Metayylon Tou €AAELTOVTOC 1} EAQTTWUATIKOU QLUOOTATIKOU CUOTATLKOU UIMOpPEL
va PNV evOelkvuTal [ VA PNV €VOL ATTOTEAECUATIKO O OAEG TIG TEPUTTWOELG. Mo mapa-
Selyua, pmopetl va yivel petayylon agonetaliwy avamoteAsopatikad oto ITP kat, amouaoia
AMEANTIKAG yla T {wn algoppayiag, avtevoeilkvuTal 08 UIKPOAVIOTIAONTIKEG MAONOELS O-
ntwg To TTP kot og BpopPonevia mou nmpokaAsitat and nrapivn, dedopévou Tou Kvduvou
ermbelvwong auTwV TWV KOTOOTACEWV Kal tpododotwvtag to BpopPwdeg clotnua
(Shapiro, 2020).

Ouolwc, o€ mepimTwon NMATIKAG VOoou, €yxuon PeyaAlwv oykwv FFP yla Bepaneia
n mBavn TNEN UMoPEL va EMSEWVWOEL TNV QLLOPPAYLO TIOU E(vVaL ATOTEAECUA TNG QUENUE-
vnG GAeBLKAG Ttieonc (m.x. awoppayia Klipowv) avfdvovtag TMePALTEPW TNV Tieon. Emi-
TAEOV, N AVTIKOTAOTOON TOU TOpAyovTa UMopel va eival avamoteAeopatiki o€ eAAeIYELS
Tapayoviwy efattiag evog eMIKTNTOU aVaOTOAEQ (AVTIOWUA KATA TNE TTHENG CUUMUKVW AL
napayovta). AANAeG e€elOikeupEVeS Bepameleg ) umopel va umtodelkvuovtal A va cuPBou-
Aevovtol mapeUBACELC APECNC AVTLHLETWIILONG CUYKEKPLUEVWV OLLOPPAYIKWY SlaTapaywVv
(r.x. avtaAAayn TAdopatog yia TTP 1} avocoTpomomnownTikéG Beparmeieg yla avooodLlapeGo-

AaBoupevn BpouPormevia) (Shapiro, 2020).

4.17.2 MetdyyLon aLUOMETOALWY

H Bpoppomnevia mokiAeLl avaAoya LE TOUG UTTOKELUEVOUC pnxaviopoug Bpoppomneviac. H
BpouPokutraponevia we AMOTEAECHA TNG LELWUEVNG TTAPAYWYNG Elval EVOELEN yLa LETAY-

yLON QLUOTIETOALWY, KAl TO KATWOAL ylot LETAYYLON TIOWKIAAEL avaAoya pe TNV £vOelen. Aev
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UTTAPXOUV TETOLO OPLA YLOL TNV UETAYYLON QLUOTIETOAIWY O 00BEVELG UE AVOOOAOYLKN HE-
ooAafnon BpopPomeviag i avwpalieg otn Asttoupyia Twv atponetaAiwy (Sivapalaratnam,
Collins, & Gomez, 2017).

H petdyylon atponetaliwv mpEmel va yivetal povo o aoBeveig pe autodvoon
BpopPonevia oe MePMTWOELS coBapnG N AMEANTIKAG yio T {wn) alpoppayiag (m. yaotpe-
VIEPLKN N EVvBOKpavLaKN alpoppayia).

Mmopel va amattouvtol HEYAAEG TTOCOTNTEG ALUOTIETAALWYV YLO VO EVIOXUCGOUV TOV
0pLOUO TWV alPoTETAAIWY 0TOo TAALoLo TNG autodavoong BpouPomeviag, Sedouévng tng ou-
VIOHEVOEWCG TNG eTPBlwong Twv atponeTtaAiwy mou petayyilovrat. Tautoxpovn xoprnynon
O0VOOOTPOTIOTIOLNTIKWY BEpaTELWY OTIWG Ta oTEPOELdN N N evéodAEBLa avocoodatpivn ap-
BAUvVouv auth tn Sladkaoia, PLe AMOTEAECUA HLa TILO ypryopn auénon Tou aplBpol twv
atponetaAiwy (Sivapalaratnam, Collins, & Gomez, 2017).

AcBeveig e KANPOVOULKEG KOl ETUKTNTEG AVWHUOALEG TNG AELTOUPYLOC TWV QLUOTIE-
TOALWV OTIAVLA OTTOLTOUV HETAYYLON OLUOTETOAIWY. EVOAAOKTIKA HETPO TIPOTEIVOVTAL WG
Beparmneieg MPWING YPAUUNG O aoBeVE(G He eAATTWHATA TNG AELTOUPYIAG TWV OULUOTIETA-
Alwv ToU apoppayolV EVEPYA I TIOU XPELALOVTAL XELPOUPYLKH EMEUBOON, EKTOC ATIO TIG
TIEPUMTWOEL 0OBOPWV KANPOVOULKWVY Slatapaxwv Onwc to cuvdpopo Bernard-Soulier.

To aLOTIETAALA TTOU TALPLATOUV UE AVTLYOVO avOpWTIlVWV AEUKOKUTTAPWY UImopELl
va xpnotlpomnolouvtal oe a.oBeveig mou xpetalovtot MOAAAMAEG HeTAYYIOELG, Kal SiveTal n
Sduvatdétnta aAloavooomnoinong. EGv ta aluomeTdALla mou TapLlalouv UE TO avVIlyovo TwV
AEUKOKUTTAPWY TOou avBpwrou Sev eival SLABECLUA, CUUMUKVWUATA N AEUKOKUTTAPWV

umopet va xpnotuomnotnBouv (Sivapalaratnam, Collins, & Gomez, 2017).

4.17.3 Avtikatdotaon mapdyovta mnéng

Ma yvwoTto f UTIoTTo EAAELUUA TTAPAYOoVTA TTRENG, N AVTIKATAOTOON TOU TTapAyovTa Umopet
va xpnotuomnotnBet yla tn Bepareia evepync atpoppayiag n yla allootatiky KaAupn npv
XELpoupyLkn eméUPacn. OLevEelfeLg KaL N OVAYKALOTNTA TNG AVTLKATACTACNG TOU TtapAyo-
VIO TIOLKIAAEL aAVAAOYQ [LE TN CUYKEKPLUEVN aLLOpPayLKA dlatapaxr, TNV QLLOPPAYLKI TAoN
ToU aoBevouc, TN coBapdTnTa TNG ALLOPPAYLOG KaL, OTNV MEPIMTWON TWV EMEUPATIKWY &-

nepBAcewy, Tov avapevopevo kivbuvo atpoppayiog. Emeldn ot peAéteg mnéng Sev mpoPAE-
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TIOUV QTOPALTATWS TOV KivOUVO XELPOUPYLKAG alloppayiag oe aoBeveig xwplc epndavn at-
poppaylkn Statapaxn, N MPOPUAAKTIKA XPrion TNG OVTLKOTAOTACNG TOU TAPAYOoVTA OMwG
To FFP amAd yia va SlopbwBolv avwpaAieg tng HEAETNG TNENG TIPLV OO TN XELPOUPYLKNA
enéuPaon eivat akataAAnAn. MaAiwota n npoduAaKTIKr) HeTAyyLon Tou FFP dev €xel amo-
Se1yBel 6L SlopBwvel TNV MNEN UEAETN AVWHAALWY N OTL LELWVEL TOV KivOuvo alpoppayiog
(Cunha, et al., 2015).

Yrapxouv MOAAEG ETILAOYEG VLA TNV AVTLKOTAOTAON TNE TTHENG TTAPAYOVTEG OTAV EV-
Selkvuvral yla Bepamneia f mpoAndn atpoppayiag. Aedopévng tng eupeiag SLabecUoTNTAG
Toug, To FFP Kkal to kpuoilnua amoteAolv Baclkoug AEOVEG AVTIKATAOTOONG TAPAyovTa
nn€nc maykoopuiwe. To FFP mou AapBavetal amnod nAfpeg aipa r pue adaipeon Kal mePLEXEL
OAOUC TOUG TtapAyovTeG MNENG. To Kpuollnua mpogpxetal anod tnv anoPuén pog povadag
FFP 86tn otoug 4°C kot givat mhovoto og FVIII, VWF, FXIII kot vwdec. To FFP kot To Kpu-
ollnua evdeikvuvTtal KUPLWG YLA TV AVTIKATACTACH TIOAAQTAWY QVETTAPKWY TIOPAYOVTWY
ninéncg (r.x. oe DIC) kat Ba mpEMEL val XpNOLLOTIOLOUVTAL LOVO VLA TNV OVTIKATAOTAON UEO-
VWHEVWY Tapayoviwy mnéng otav &ev umtapyel SLOBECIUO CUYKEKPLUEVO GUUTTUKVWHAL.
MeyaAlot 6ykol FFP amattouvtal yla tnv Emapkni TOVWon evog LOVOo Tapdyovta tHEng, mou
B£tel oplopévoug aobeveig oe kivbuvo unepddptwong vuypwv. EmumAéov, mapd Tig ovola-
OTIKEG BeATwoELG o€ €Aeyxo 60TN KoL MAdouatog, n petadoon naboyovwy mou petadido-
vtal oto aipa ouveyilel va amotelel BewpnTikn avnouyia pe to FFP kal to kpuoilnua, -
TEeLdn autd ta nmpoiovta dev UTOKELVTAL 0 oUYKeEKPLUEVN Sladikaoia adpavonoinong. E-
Topévwe, FFP mou €xel adpavomolnBei amod wou¢ Ba mpémnel va Aappfavetatl unoyn otav
elvat dtaBéopo (Cunha, et al., 2015).

Ma aVveMAPKELEG £VOG TIOPAYOVTO, CUYKEKPLUEVA CUUTTUKVWHATA TIOPAYOVIWV
TIOU TIPOEPYOVTOL aTd MAACUA i} avaoUVOUAOUEVOUG TTAPAYOVTEG lval n Bepareia ekAo-
yng, otav sivat dtabéoiun. Eni tou mapovtog dev UTIAPXOUV CUUTIUKVWHATA LovoU mapd-
yvovta ywa Fll, FV | FX. Zupnukvwpoata cupnAokou nmpoBpoufivng (PCCs), Tta omola eivat
vPnAd KaBapLoPEVA CUUTIUKVWHUATA CUYKEKPLUEVWYV Ttapayovtwy mREng (Fl, mapdyovtag
IX, kot FX FVII) mou eAfdOn oo cUYKEVTPWTLKA KOVOVIKA TAACUATOG, Ba TPEMEL vaL XpNnoL-
porotouvtal avti yia FFP yia eAAeielg FIl i FX, étav eival StabBéowuo, dedopévou otL Ta
PCC eival uka adpavomolnpéva Kal TEPLEXOUV YVWOTEC TTOCOTNTEG Ao KABe mapdyovra.

Amnouocia onolaodnmote AAANG mnyng, To FFP gival n pévn emloyn yla avikoataotaon FV.
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O petayyioelg alponetadiwv pnopet va BewpnBouv wg mpocBetn mnyn tou FV o€ mept-
NMTwoelg mou Sev umnopel va eheyxBel coPfapn ailpoppayia povo pe FFP (Colucci, et al.,
2016).

J€ MEPUTTWOELG XAUNAWY EMUTESWV MAPAYOVTWY AOYW ETIKTNTOU QVAOTOAEQ, N a-
VTLKATAOTAON TOPAYOVTA UMOPEL VO ElvVaL AVOTTOTEAEGUATLIK, EKTOG ATIO TIG TIEPUTTWOELG
TIOU O T{TAOG TOU avaoTOAEQ €ival TIOAU XapnAGG. OL avaoToAElg xapnAou TitAou pnopouv
HEPLKEC POPEC va EEMEPAOTOUV MO PEYAAEG TOGOTNTEC TTapayoviwy (Shapiro, 2020).

Qot600, oL avaoTtoAeic uPnAol titAou dev pmopolV va EEMEPACTOUV UE PEYAAEG
800ELC TNG HELWMEVNC TINENG TtapdyovTag; EMouévwe, oL AsyOUEVOL TTAPAYOVTEG TIAPAKOLL-
NG YEVIKA OUVLOTATOL YLO EVEPYT aLpoppayia ( Tou Bewpouvtal Beparmeia MPpwTNG ypap-
HNG) KO yLa OLooTatikn KAAL PN Kata Tt dldpkela emepPatikwy eneppacswy. Eva evep-
yormolnuévo npoidv PCC kot £va mpoiov Tou EPLEXOUV OVO.OUVSUNCUEVO EVEPYOTIOLNEVO
FVII eival ot poévol dtabéatpol mapayovteg napakopudng. Av kot kavéva anod ta SUo dev
elval e€loou amoTeEAEOUATIKOG UE TNV OVTIKOTAOTOON TOU opAyovTa Tou Asinel (dtav n
QVTLKOTAOTAON TIapdyovta eivat pa ertthoyn)), kot ta SUo €xouv €xel anodelyBel otL Bon-
Bouv otnv emiteuén aluootacnc oe aoBevel¢ UE AVAOTOAEIC TOU Tapdyovia TNENG

(Shapiro, 2020).

4.17.4 Mn petayylOHEVES OLLOOTATIKEG Oepareieg

Mn petayylopeveg Bepameieg OMwe avtl- WWOOAUTIKA (€-0pLVvOKATIPOIKO 0L 1) Tpavea-
ULKO 0€V) kal Brtapivn K pmopet va xpnowponownBouv yia tn Bepamneia i tnv mpoAndn tng
aloppayiag oe acBeVEIG LUe ALLOPPAYLKES SLATOPAXES KAL TIEPLOTACLAKA WG ovadikol at-
HOOoTATLKOL TTapAYOVTEG yla Tn Beparmneia AmMLag atpoppayiag tou BAevvoyovou N yla atlo-
otatikn nAkia KaAuyng Kota tn SLapKela pkpwv (T.x. odovtlatplkwy) emeppacewv. Mmo-
pouv emiong va xpnotpomnotnBouv Bepamneieg xwplg LETAYYLON WE CUMMARPWLA OTLG LETOY-
YIKEC BEpameleg 0 MEPUTTWOELG TILO COBAPNG ALLOPPAYLOG N VIO ALUOOTATIKY KAAUY N KOt
™ SLapkela peilovog xewpoupytkig eméuPaonc (Palla, Peyvandi, & Shapiro, 2015).
Mnvoppayia o€ YUVAIKEG HE QLUOPPOYIKEC SLOTOPAXEC CUXVA OVTLUETWITI(OVTaL
HE emtuyio pe aviuvwdoAuTIKA Kal oppovoBeparmeia, cupneplAapBavouévou Tou ouv-
SuaopoU N AVILOUAANTITIKA LOVO LLE TIPOYECTIVN ylo ouVTNENTIKN Beparmeia kot oulguy-

HEva oloTpoyova yla ofeia unvoppayia (Palla, Peyvandi, & Shapiro, 2015).
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JupnepaopaTa

H awpootaon ival n Stadlkacio pe TNV omola oVaKOTTETAL N ALoPPAyio LETA OO TPAU-
HOTLOUO TwV alpodopwy ayyeiwv. Mpokettal yia pa dtadikacia n omola meptAappavel al-
ANAETUOPAOELG HETALY TWV OLLODOPWV QYYELWY, TWV ALUOTIETOALWY KOL TWV TTAPAyOVIWY
nnéNc. Eva eAATtwpa o€ omoladnmoTe amnod auTéC TIG GACELS TNG MRENG Umopel va 08nynoeL
OE OLUOPPAYLKO TIPOPBANUA | aAALWG O QLLOPPAYLK dlatapayr), n omoia Unopst va eivat
KAnpovouLknA 1 eniktnTtn. Auth n dtadikaoia tng mnéng eivat évag cuvouaouog KUTTAPLKWVY
Kall BLOXNMULKWVY YEYOVOTWYV TIOU AELTOUPYOUV O KOLWVOU yLla va SLatnprjocouv To aipa ot
PEUOTH KATAOTOON UECA OTO AYYELQ KOL VO OIMOTPEPOUV TNV ATWAELN APOTOC UETA OO
TPAUUATIOUO LE TO OXNMATIONO BpouBwy aipatoc.

Mo kabe dacn NG aAludoTAoNC UTIAPXOUV SLOYVWOTLKEG EETAOELG TTOU BonBouv
otn Slakplon pag Statapoxns Twy atponetaliwy amno pa Statapoyn tTng nnéng. H ro ou-
XVQ XpnolponoloVevn e€€tacon yla tn Stdyvwon dlatapayxwy Tou ailatog elval n yevikn
e€étaon aipatog, pe tnv omola e¢stalovral oL TPELS TUTIOL KUTTAPWVY TOU AlHATOG.

OL aLpoppayLkeEG dlatapayEg eival pia opada mabriocewy oU TTPOKUTITOUV OTAV TO
atpa dev pumopet va el cwotd. Q¢ AMOTEAECUA, TA ATOUA E ALLOPPOYLIKEC SLOTOPAXEC
eudavilouv eKTETOUEVN aLUOppOylol HETA ATO TPAUUATIOMO, OTNV EUUNVOPPOLA, OTO
TPAULO I] OE TIEPLUTTWOELG XELPOUPYLKWVY ETMEUPBACEWV. Z€ TTOANEC TIEPUTTWOELC, AVAAOYQ LLE
™ Baputnta TNG VOoou, oL acBevelg BLwWVOUV AUTOUOTEG aLLOpPaYiEG OTIS apOpWOELC,
TOUC HUEG 1) 08 AAAQ LEPN TOU CWHOTOC TOUG.

MNa mpoPAnuata algoppayiog A mMRENG mpaypaTonolouVTal EEETACELS OLLMOTOC TIR-
€n¢, oL omoleg meplAapBavouv tov xpovo nipoBpopfivng (PT) kal tov peptkd xpovo Bpoupo-
mAaotivng (PTT). E&v o PT 1) o PTT eilval MApaTETAPEVOG, AUTO UTIOSELKVUEL OTL UTIAPXOUV
aUENUEVEC TIBAVOTNTEG ALLLOPPAYIEC KL EMOUEVWE QTALTELTOL TTEPALTEPW aELOAOYNON.

AKOUN, Ba pEMeL va onUElwOEL yla TV SLayvwon JLOC OLLOPPOYLKNC Statapaxng
anatteital N mpooektiky ANYn Tou LaTplkol LOTOoPLKOU Tou aoBevouc. EVAALKEG pe alpop-
payikég dlatapayeg mou dev €xouv SlayvwoTel pmopel moapouotalovtal apyLlkd oTov ma-
poxo nmpwtoPaduiag ppovtidag vyelag LE ACUUMTWUATIKEG QLLATOAOYLKEG EPYAOTNPLAKEG
OVWHOALEC 1) L 1N GUCLOAOYIKA CUUMTWHOTO ALLOpPAYLOG.

‘Eva EAATTWLO O OTIOLASATIOTE ATTO QUTEC TIG GACELG TNG TTNENG Umopel va 0dnyroet

O€ aLLoppayLKO TPOPRANUA 1 aAAlwG o€ alpoppaytkny dlatapaxr, n omola Unopel va ivat
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KANPOVOULKA ) €TikTNTN. AUt N Stadikaoia tng mR§NG elvat évag cuvduaoUOG KUTTAPLKWY
Kall BLOXNMULKWVY YEYOVOTWYV TIOU AELTOUPYOUV IO KOowou yla va Slatnprioouv To ailpa o€
PEUOTH KATAOTOON UECA OTO AYYELQ KOL VO OIMOTPEPOUV TNV ANMWAELN APOTOC UETA OO
TPAUUATIOUO LE TO OXNMATLOMO BpOUBwWY apaTOoG.

MNna kaBe daon ¢ AUOOTACNC UTIAPXOUV SLayVWOTLKEG e€eTAoELlS Tou BonBouv
otn Slakplon pLag Slatopaxng Twv ALUONETOAlWY amd pla diatapaxn tng mnéng. Onwg
npoavadEpONKE, N TLO CUXVA XPNOLUOTIOLOUHEVN €€€Taon yla tn Sldyvwon dlatapaywyv
TOU alpaTog elval n yevikn e€€taon aipatog. H yevikn aipotog e€etalel Toug TPELG TUTIOUG
KUTTAPWYV TOU aipatog kot KaBopilel eav oL TLHEC YLa KATIOLO amd auTd ival auEnUEVEG N
HELWHEVEG I €AV £xouv PooBAnOel meploocotepa amod £va KUTTAPA TOU ALLATOC.

H Slepelvnon ¢ awdoppayioag amaltel mpooektikl AN Tou LoTopLkoU, KALWVIKA
e€€Taon KoL EpYaOTNPLOKEC EEETAOELG. TO LOTOPLKO TOU a0BevoUc MpEMeL va epAa B Avel
neplypadr TNG alpoppayiag Kat TG CUVONKEG KATW OO TIG OTIOLEG CUVERN N atpoppayia.
AKOUN, 0 LaTPOC Ba TPEMEL va SLATILOTWOEL EAV UTIAPXEL OLKOYEVELAKO LOTOPLKO QLLOpPa-
ylag.

H kAwikn e€€taon umopel va Swaoel XproLlUeg MANPodOpPILEC yLa TNV MPOEAEUCN TNG
awoppayiag kat va BonBdroet otn dtakplon PeTaL alpoppayiag and Uikpd ayyeio Kot oL-
poppayiag anod peydAa ayyesia. Alpoppayia amnod Ukpd ayyeia touv Sépuartog, Twv PAevvo-
yovwv i tou I.E.Z. telvel va mapatnpeital cuxvotepa os acBeveic pe Bpopufokuttaporne-
via, TOLOTIKA EAAE(MUOTO TWV OLUOTETOALWY, QyYELAKEG SlatapaxEG Kal vooo Tou von
Willerbrand.

H awpoppayia amno peydla ayyeia, mouv cupPaivel oe cuumayn opyava, Omwg eival
n awpodia A ) B, oxetiletal cuxvotepa pe EAAeln mapayoviwy TnG mnRéNG. MNa tnv apyikn
EKTLUNON TNG alloppayiag, eival XpRoLEG oL adPEC EPYACTNPLAKEG EEETACELG QTIOKAEL-
OpOoU, oL oTtoleg adopouV TN YeVIKA alpatoc, tov PT kat to PTT, pe Tov omolo aviyveuovtal
oL Kataotdoelg EAAePng twv mapayoviwyv VI, IX kat XI kat ot tapdyovteg Evapéng tng
evboyevoug obou.

Ot dlatapax£g TnG Kowng 060U cuvemayovtal avénon T0oo Tou Xpovou Tpobpop-
Bivng, 600 Kal Tou xpovou peplkng BpouPfomAactivng. Mia aAAn StaBéoun e€étaon, os
TiEpUMTWOon algoppayiag, eivat o xpovog Bpoupivng, Le TOV Omoilo PeTpaTOL KOTEUBELQV N
HETATPOMI TOU LVWwdoyodvou o€ lVwdeC e TNV pooBnkn e€wyevoug Bpoufivng Kot EKTLUW-
VTOL N CUYKEVTPWON KAl N AELITOUPYLKH LKAVOTNTA TOU lVvwdoyovou.
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Mo kaBe dpdaon tng alpudotacng UTAPXouv SLayVWOTIKEG §eTAOELG TTou BonBouv
otn SLAKpLoN ULaG SLOTAPAXAG TWV ALUOTIETOALWY Ao pLa Statapayn tng mnEng. O e€eta-
OELG QUTEC TTEPIAAUBAVOUV YEVIKN QLUATOC YLO TNV EKTILNON TOU apLOUOU TWV OLLOTIETA-
Alwv, TN ouxva ayvooUuevn e€€taon emypiopatog neptdeplkol alatog, To XpOVo Tpo-
Bpoupivng (PT), To xpdvo evepyomolnpévng HepKng BpopuBomAaoctivng (APTT), To xpovo
BpouPivng kat to xpovo atpoppayiog n Tnv avdAuon g Asttoupyiog Twv atpometoAiwy
(PFA).

To PFA-100 eival éva 6pyoavo mou avartuxdnke yla tnv afloAdynon tng CUVOALKNG
avTidpacng Twv ALUOTETAA LWV, TO OTOLO XPNOLUOTIOLELTAL YLO TOV EAEYX0 TWV acBeVWV yLa
N vooo Von Willebrand, kaBw¢ kat yta Slatapoxeg TG AETOUPYLOC TWV OULLLOTIETOALWV.

H yevikn aipatog 0a amokaAU el avwpaAieg oTov aplOpo TwV aLUoNETAALWY KL TO
AU atpoatog Ba Seifel Tn popdoloyia Twv atponetadiwy, Ba anokAsiosl tnv mBavotnTa
OUCTNUATIKAG VOOOU Kot AAAwV atpatoloyikwy dtatapayxwv. O xpovog atpoppayiag (du-
ololoyikn TR 3-9 Aemtd) 1 to PFA-100 aviyvelouv pa avwuaAia tng Asttoupylag twyv
alponEeTaAlwy. Oa TPEMEL Vol ONUELWOEL OTL TAPOAO TIOU 0 XPOVOC OLLOPPAYLOC XPNOLUO-
ToLeltal KAVIKa edw Ko oxedov €vav alwva Kol £XeL TpomomnolnBel apKeTEG hopEG O TIpo-
onaBeleg BeAtiwong tng aflomiotiag, eivat n Alyotepo afLOmLoTn amo TiG e€eTtdoelg Slalo-
ynge.

MNpénetlva AndOei umoPn otL ot e€eTdoelg apootaong dev ival povo moAudpLOueg,
oAAG TauTtoxpova kKot damavnpeg. OL e€ELOIKEVIEVEG EpyOOTNPLAKEG EEETAOELG Ba MPETEL
va KATeLBUvovTal POVOo amod TNV apXLkn KAVIKI EVIUTIWGON KOl TO OIMOTEAECUATA TWV Baot-
KWV Slayvwotikwy eéetdocwy, dtadopetikd Ba omataAnBeil moAlg xpodvog, mpoomdbela
KOlL OLKOVOULKOL TIOpOL.

Edv 6Aeg oL Baowkég e€etdoelg Stahoyng eival ducoloAoyikég, ToTe SikatloAoyouvtal
€PEUVEC yLO avemapKeLla Tou rapayovta Xl kat avendapkela aAda 2-avitmAacpiving, ot o-
noleg 6ev aviyvevovtal Pe TIg ouvnBelg e€etaoelg Staloyn¢. H avemdapkeLla Tou mapdyovta
X propet va Stayvwotel pe pla dokipacio Stalvtotntag Opoppwy kat n Spactnplotnta
¢ aAda 2-aviutAaopivng pmopei va petpnBel pe pla xpwpoyovikn Sokwuaoia.

Oa mpémnel akoun va avadepbel 6TL oplopévol aoBevelg e OPLOTIKO LOTOPLKO alL-
poppayiac, £xouv puCLOAOYLKA ATTOTEAECHATA YL TIG BaOKEC e€sTAoelg SlaAoynG. EMopE-
VWG, amnatteital mepattépw Slayvwotiki afloAdynon yla Toug aobeveic autouc, waoTe va

e€etaotolv n Ara awpoppodhia kat n vooog Von Willebrand (VWD), 610tL ot ot at-
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poppodAikol pmopel va €xouv dpuctoloyikn APTT. Omndte, cuxva Umopel va amattouvial
enavalappavopeveg €eTAoELS Yl TN Slayvwon tng VWD, 8lwg 08 ATLEG TEPUTTWOELS,
Aoyw tn¢ dtakupavong tou apayovta Von Willebrand oto mAdopa.

ITnV Mepimtwon mou OAeg oL e¢eTdoelg BpeBolv duacloloyikég, o aoBevrg Ba mpé-
neLva dlepeuvnBel yla avwHaAleg TOU TOXWUATOC TwV alpodopwy ayyeiwv. Eva eAdttwua
TOU TOLXWHATOG TWV ayyelwv pumopel va odnynoeL o€ pn ¢pucloAoyikr aloppayia mapad to
KaTa to dAAa puacloloyikd cuotnua mNRENG. Asdopévou otL ev UTIAPXOUV AELOTILOTEG KAL-
VIKEG SOKLUOOLEG YLaL TNV AKEPALOTNTA TWV ayyeiwv, n dtayvwon e€aptatat ano éva uPpniod
eninedo unoYiag, Otav OAEG oL EpyacTNPLAKES EEETAOCELS Elval PUCLONOYIKEG.

To ALHOPPAYLIKA CUUIMTWHOTO E(VaL KOWVA OTO YEVIKO MANBUOUO Kal Ol CUHPBATIKEC
EPyOoTNPLaKEG SokLpaoieg Sev €xouv evalobnaoia kot eL8KOTNTA, L6IWE YLa OPLOUEVEG OlL-
HLOPPOYIKEC SlaTapayxEg, OMwE oL Statapaxes tne wwdoAuong. Ot SokLpaoieg Tou xpovou
npo-BpouPivng (PT) Kal Tou evepyomolnuévou HepPLkol xpovou BpouPomAactivng (APTT)
Selyvouv apkeTd peyaAn SLAKUPOVON OTNV OVTOTIOKPLON Tou emESou SpaoTIKOTNTAC TWV
TIOPAYOVTIWVY Kal ATILEG EMELPELS TOpayOVTWY Htopel va StadUyouv amod auTES TG SoKLua-
oleg Staloyng. N€eg SLayVWOTIKEG OTPATNYLKEG, OTWG N 0daALPLKH OLLOOTACNG KAL N YOVL-
Swwpatikn dtayvwon eivat SuvnTika MOAUTIHEC yla T SLAyvwon TG alLoppayLIKwV dlata-
paxwv.

H akptBrg dtayvwon tn¢ avenapkelag PAI-1 mapepnodiletat ano tnv ENewpn akpi-
Belag Twv eni tou mapoviog Slabéoiuwy avalloewv §pacTtnPLOTNTAS OTO XAUNAOTEPO EU-
po¢. H Bepameia tng avendpkelag PAI-1 amoteAsitat and avtiBpvoAutika. Mmopouv va
xpnotornotnBouv wg Bepamneia yla pia osia alpoppayia, we MPOANTTIKO HETPO TIPLY ATt
pLa emeppatikny Stadikaoia Kal ylo ToV MEPLOPLOUO TNG TTOCOTNTAC TNG ELUNVOPPOIKAC a-
NMWAELAG ailpatog f eniotagngc.

2tn Slatapayxn Twv alponetaAiwv Tou Quebec ocuvictdartal n dtevépyela avaluong
PCR yia t petdAAaén QPD otav umapyel untodia Stdyvwong. AcBeveiG Pe ALLOPPAYIKES
ETULMAOKEC Ba TPEMEL VoL avTIHETWTTI{ovVTaL e avTiwvwdoyovoluTiki Bepameia, evw n xopn-
ynon atponeTaliwv Sgv HELWVEL TNV aLpoppayia.

AKOUN, UTAPXEL EVOG CNUAVTLKOG aplBpog acBevwy Pe alpoppayLki taon kol Be-
TLKO OLKOYEVELOKO LOTOPLKO YLOL OLLLOPPOYIKEC ETILIMAOKEC XWPLE oadr Stayvwon kot Sie€a-

ywyn 0AwvV Twv SLaBECIUWVY SLAYVWOTIKWY EAEYXWV.
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OL MePLOCOTEPEG UEAETEG VLA TLG KANPOVOULKEG OLLLOPPAYLKEG SLOTAPOXEG EXOUV -
TUKEVTPWOEL LoTopLKA oTNV aldoppodia A kat B, kal oL U0 SlatapayxEg mou cuvdEovtal
LE To X, Kuplw¢ og avdpec. H ocuvtpurtiki mAsloPnoia twv AAAwv alpoppaylkwy dlatapa-
XWV ElVaL QUTOOWULKEG KANPOVOULKEG Kal ETOUEVWG OL SladopEG GUAOU UImopEL va €Xouv
ONUAVTLKO pOAo otn Sldyvwaon, Ta KALVLIKA XOPAKTNPLOTIKA KoL TN Slaxeiplon Twv acBevwv.

H Beparmeia yia tnv atpoppayio otnv atpoppodlia A kat B mepthapBdavel tnv avit-
Kataotaon tou avemapkoug rapayovta VI A IX. Auto ocuvnBwg amaitel evéodAEBLa €y-
xuon napayovta thénc. Na aobeveic pe nrua FVIII avendpkela, n decponpeosaoivn (DDAVP)
pmopel va xpnotuomnotnBet yia tnv aneAlevBépwaon tou FVIII amno ta evéobnAlaka kuTttapa
KoL val au€noeL emapkwe To KukAodopouv emntimedo FVIII wote va oTopATHOEL N alpoppayia.
Mpoldvta avtikataotaong e6IKoU apayovta, Mpocteta GApUaKa KOl VOGNAEUTIKEG Tta-
pepupaoels e€aptwvtal anod tn 6€on kat Tn cofapotnTa Tn¢ alpoppayiag.

O mapadoolakdg oToxog TG dlaxeiplong tng atpoppodAiag ATav N avayvwplon
TWV TPWIHWV CNUEIWV TNG aLLoppAylG KAl VO OVTLUETWITLOTEL AUECO HE TO KATAAANAO
TPOIOV KoL TNV KOTAAANAN 800N yla vo. OTAUATAOEL N aloppayla Kat va anodpeuxbouv
T(POKUTITOUOEG ETIUTAOKEG.

H Sdtayvwon AWV KANPOVOLILKWY QLUOPPAYLKWY SLOTOPAXWVY ATIALTEL AEMTOUEPEC
LOTOPLKO aloBEVOUC KOl OLKOYEVELAG. MapOAEC AUTEG TIG BEATLWOELG, OL ALLOPPAYIKES Slata-
paxeg e€akohouBouv va eival SUokoAo va SloyvwoTouv. TNV MEPIMTWAON OULUOPPAYLIKWV
Slatapaxwv n Bepaneia kabopiletal anod tn cUYKEKPLUEVN SLayvwon. OpPLOUEVES XPOVLEG
SlatapaxEc Tou atpatog dev €xouv bk Beparmeia, aA\d pmopel va amattouv Bepameia
KaTA TN dLapKela 0EEwV MEPLOTATIKWY. TO LATPLKO KAl TO VOONAEUTIKO TPOCWTIKO Ba Tipé-
TIEL VA ELVOLL TIPOETOLUAOUEVO Va avayvwpilel Ta mBovA XapoKTNPLOTIKA LLOG UTIOKELUEVNG
aloppaytkng datapaxnc, ETOL WOTE va EEKLVAOEL Lo owWoTN eneepyacia Kal, 0 OPLOUE-
VEG TIEPUTTWOELC, Bepareia, Olaltepa eav UTTAPXEL EVEPYN alpoppayia.

JUUMEPACUATIKA, N StafoUAeucn Ue Evav alaTtoAoyo pnopet va BewpnBet 6tL Ba
BonBroeslL otnv oplotik Sldyvwon Kal, ylo acBeveic mou TeAKA SLaylyvwoKOVTOL UE al-
pHoppayLkn Statapayr, EATOULKEVUEVN HAKPOXPOVLA ALUOOTATIKN Staxeiplon. O owkoye-
VELOKOG YLaTPOG XPNOLUEVEL WG KPLloo HEAOG TNG SLETILOTNOVIKAG OUASAG TTIOU TTapEXEL
dpovtida o€ eVAAIKEC HE ALLOPPAYLKEC SlaTapaxEG Kot Stadpapatilel tdlaitepa oNUAVTIKO
POAO OTNV LEPAPXNON TIPOTEPALOTTWYV OTNV MPOANTITIKY dpovTida poutivag kal otnv ¢ppo-
VTi6a Twv acBevelwv o€ aUTO ToV TANBUOUO.
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