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OpouBwon

Qc BpopBwon opiletal n peptkn N oAk amodpaén tov auAou
uloc pAEBAC N Lo aptnpiag amo evav otaBepo Bpoufo

AmtoteAel xpovia atpootatikn dtatapayr, TTOAUTIOPOYOVTLIKAC
OLLTLOAOYLOLC

Xapaktnplletol amno eNUTAOKEC KOl UTTOTPOTIEC LLE ATIOTEAEC QL
vy nAnR voonpotnta Kat Bvntotnta v OV avTILETWTILOOEL
AUECO KOl CWOTA

Ta eTMONULOAOYLKA XOPOKTNPLOTIKA TNE EMNPEAlOVIOL OTO
TNV KANPOVOULKA N emiktnTtn dUoN TNE KAL TNV Itapouacia r oxt
ouvoS WV AP AYOVIWV KIvdUVoU Tou tpodLaBETouy ot
UTTOTPOTIN



MaBoyevela BpopBwonc

O Rudolf Virchow, to 1856, cuvoyloe tnv
naBoyévela tng BpouBwong otnv TpLada:
otaon aipoatog-BAABn evdoOnAiou-
UTTEPTINKTLKOTNTA

OL mapatNPROELG TTOU CUYKEVTPWONKAV armo
1o 1950 péxpt ta téAn tng dekaetiag ‘90,
uetetpePav 1o afiwpa g
QUTIEPTINKTIKOTNTOG» TOU Virchow, otn
Bewpia Tou CUVWVUPOU OPOU
«OpoupodtAio»

O 6po¢ Opoppodiria kaBlepwOBnke S1eBvwg
yla va epLlypay el TNV KANPOVOULKA N
eniktnTn Slatapaxn KOTd TV omoia
EMNPEALETAL O UNXOVIOMOG PUOLKAC
avaoToAnG Twv Sltadopwv dAcewv TNG TNENG
ToUu aipatog, Aoyw Slatapaxng Twv
TIPWTEIVWYV TTOU CUUUETEXOUV OE QUTAV




KAwikn ekppaon BpopBodihioc-Enintwon

H BpopBodiiia ekdnAwvetal cuvnOwe we dAePikn BpopBoeuBoAkn vooog
(venous thromboembolism disease, VTE)

H VTE nmeplhapBavel tnv ev tw BaBel pAeBikr) OpouPwon (deep venous
thrombosis, DVT) pe 1 xwpic mveuvpovikni euBoAn (pulmonary embolism, PE)

H VTE amoteAel Tnv Tpitn o€ ouxvotnta KopSLlayyeLakr vVOoO HETA TO Epdpaypa
TOU pUoKapSdlou Kal To ayYELaKO EYKEDAALKO ETIELCOSLO

Ytic HMA, 900.000 aoBeveic voonAevovtal ava €toc, Adoyw VTE kat to 1/3 avtwv
neBaivel, evw To KOOTOCG voonAeiag ava acBevn pe DVT kot PE ektipdtol otL
Eemepva ta $56.000

H etowa enintwon tou npwtou enetcodiov VTE otoug Kauvkaoloug eivat 80 €wg
117 neputtwoelg ava 100.000 mAnBuopuou

To mMooooTo BvnoudtTnTag KOTA ToV MPWTOo pRva ekdnAwong tng VTE eival 6%, evw
eTi ouvunapyxovoag PE, n Bvnopotnta ¢ptavel 1o 12%

ErtutA€ov, n VTE xapoaktnpiletal ano vPnAn voonpotnta AOyw Twv EMUTAOKWY TNC
Tovu €ivat To peta-PpAePLtdikd ouvdpopo Kat n dSeutepomabrig MVEUOVLIKA
UTTEPTOON



Mapayovtec Kvduvou yia Bpoufwon

Av KoL TO TtPpWTO €TEL0O0OL0 BpopBwaonc nepypddnke tov 13° alwva, Ta
ETUONULOAOYLKA XOpaKTNPLOTIKA TNG VTE dpxloav va TEKUNPLWVOVTOL LETA TN
dekaetia tou 50

MéeypL tn dekaetia Tov ‘90, oL TAPATNPAOELG EVIOXUONKAV LE TNV €PEUVA TNG
QLMOOTATLKNC Loopporiac otnv mAEN Kal (vwdOoAuon HeTafl «evepyomoinong» Ko
«OVOLOTOAAC» KOL TNV aVOKAAU YN TV PUOLKWY OVACTOATWY TNE THENC

Meta to 1990, TautomolOnkav YeEVETIKEC SLatapaxEg ou tpodlabEtouv oe
BpopPwon kat n kAnpovoplkn Bpouodihia cuvdEONKe aLTlOAOYLKA LE
OUYKEKPLUEVEC KANPOVOUOUEVEC SLATAPAXEC TWV GUCLKWV AVOOTAATWY Kol
TIAPOYOVIWV TINENG

H emtiktntn BpopBodiAia cuvbEeTal ouxva pe vmtotporitalovoec OpouBwaoeLg Kol
yLol TO AOYO QUTO N MEAETN TWV TTOPAYOVIWV KIVOUVOU QUTAGC EXEL onpacia yla Tnv
npwTtoyevn kat deutepoyevr mpoAndn tng BpopPwong

MeéxpL orpuepa, EVog LEYAAOC apLlOUOC KANPOVOULKWY, ETIKTNTWY KOl LKTWV
TTapayovIwy N dlatapaxwy, avaoTPEPLUWY A LN, TEKUNPLWHEVA OLUEAVOUV TOV
kKivbuvo ekdnAwoncg VTE



Tn dekaetia tovu 90 amodeixOnke N KANPOVOLLLKA
npodLabeon yia Bpoppwon
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Mnyn: https://step2.medbullets.com/heme/120244/factor-v-
leiden

MéxptL to 1994 tav yvwoTto OTL N
gvepyonolnuevn mpwteivn C
NMAQOMOTOC LYLWV SOTWV
(activated protein C, APC), otav
npootiBetal o eva aPTT test
TPOKOAEL TP ATALGN TOU XPOVOU
oxnuotopou Bpopupou adou n
APC avaoteAAeL TN Spaon Twv
FVa kat FVIlla

Dahlback, 1994: n npooBnkn
APC aro mAdopo aoBsvwy pe
BeTLkO LoTOPLKO BpouBwonc dev
obnyel oe mapataon tov aPTT

Apa n APC dev €BpLoke
urtootpwpa dpaoncg (aFV) kat n
napaywyn Bpopupivng
ouvexllotav (avtiotaon otnv
APC)



Kuplotepol mapayovtec kivduvou yua VTE

Kinpovouikot ExiktnTtou

‘EMewyn avtiBpouPivng III (ATHI 1§ Meydin nAikia, Tponyovduevo eneicddio Opoufmong
AT)

"‘EMewym npoteivig C (PrC) KaxonOeio

‘EXkewym npwteivinc S (PrS) Xelpovpyeio, TpadUd, AKIVTOTOINGT], VEQPIKN
OVETAPKELD, KEVTPIKOL PAEPIKOl KOOETNPES, PAEYLOVDIELG
VOGOl EVIEPOV

FV Q506 (FV LEIDEN) AVTIQOGPOMTIOIKO GHVOPOLLO
FIl G20210A KvYnon kot Aoyeio
SNPs? COPsP, HRT®

aSNPs: single strand polymorphisms, PCOPs; combined oral contraceptives, °(HRT: hormone replacement
therapy, 9TAFI: thrombin activatable fibronolytic inhibitor, S(APC-R: activated protein C-resistance



O napayovtoc Klvduvou Oev elval mavta
npodovnc 1 TOUTOTIOLOLLOC

Nopd tnv avénon tou Kvduvou ekdnAwonc BpopBwong otav UTIAPXEL EVOLC
TouAdxLoTov tpodLabeoikog mapayovtac, Sev EXeL akopa eEnynOet yiati pepkol
avBpwrot £xouv TTOAAATTAOUC TtapAdyovteC KivdUuvou kat dgv ekGnAwvouv
BpopBwon evw aAlAot ekbnAwvouv BpopPwon xwpic epdaveg aito

ErtutAgov, evw oto 75% twv acBevwy pe VTE tautomnoleital mpoowpvog (r.x.,
TPV A, XELPOUPYELD) 1 HOVLIUOC TtpodLaBeaikog tapayovtag Kivduvou (T.x.,
kAnpovoutkn 6popBodiAia), oto 25% TWV MEPUTTWOEWY, N OpopBwon
xapaktnpiletat dromadnc

Tnv teAevutaia dekaetia, oL EPEVVEC €lval OTPOUUEVEC OTOUC HLopLakoUC Kol
KUTTAPLKOUG UnXaviopoU¢ TS BpopBwong kat paivetal 0Tl opada VOUKAEOTIOLKWY
noAupopPpLlopwyv povig alvoou (single nucleotide polymorphisms, SNPs) oto
avOpwrivo yovidiwpa, LOLOTNTEC TOU EPUOPOKUTTAPOU Kol ELOLKEC AELTOUPYIEG,
NMPWTELVEC N Eviupa TwV evepyomolnpevwy oudetepoPplhwv (neutrophil
extracellular traps, NEPs) kal povokuttapwyv, Ba purmopgcouv va SLEupUVOUV TOUG
naBoductoloykol¢ unxaviopouc tng VTE kal va epunNVeEUOOUV TIEPALTEPW T
ETULONULOAOYLKA XOPAKTNPLOTIKA TNC BpopPwong



H nAwia epdavionc tov npwtov enetcodiov Opopupwonc
EXEL ONMACLOL 0TO OXESLOGHO TNC ALTLOAOYLKNAC SLlEPEUVNONG

Av Kall oL €TtiKTNTOL TTapAyovieg KivdUvou cuvdEovTal
QULTLOAOYLKQ LLE TO MEYAAUTEPO TTOCOOTO TWV CUVOALKWY
nepumtwoewv VTE, meplocoTtepoL armo Toug HlooUc aoBevelg
ue BpopBwon oe nAkia <40 stwv n acBeveic <50 eTwv pe
LolomtaBeC emelcodLo BpopuBwaong Exouv KANPOVOULKN
BpouBodiiia



Mate eAéyyxoupe yia kAnpovopikn OpoppodiAia (hereditary thrombophilia, HT);
Otav UTtAPXEL EVa | TEPLOCOTEPO OLTIO TOL KALVLKA KPLTAPLOL, 0 EAEYXOC Elval
SL0yVWOoTIKOG 6T0 55-70% TWV MEPLNTTWOEWV

4 )
MNpwto enelcodlo DVT oe nAkia < 40 etwv R 1°

eneloodLo og nAwkia < 25 etwv (EAeWPn puolkwv
avoLoTAATWY TIAENC), UTTOTPOTILALWY XOPOLKTAPOLC

\ / \ ’
4 ) ‘EAgyx0¢ yLa KoakonOeLa
OETIKO OLKOYEVELOKO Kat
6 A V , ovTtLlpwoPWALTLELKO
poupodLAko LoTopLko oUVOpPOO aAPVNTLKOS
\_ \ Y, Kot nAwkio< 50 ETWV
4 )

Nékpwon S€ppatog pHetd
ortd AP n KOUaPLVIKWV

- J




FV Leiden kat FIIG20210A:
ouxvotepa altia KAnpovoplkn BpopBodiAiog

H petdAAaén oto yovidio tou mapayovia V (G1691A), yvwotn kat we FV Leiden, ekdbnAwvetal
EPYOOTNPLOKA WG avtiotaon otnv evepyomnolnuévn npwrteivn C (APC)

H napouoia tng petd@AAaéng odnyei oe avenapkn adpavormoinon (10 popég UIKPOTEPN TOU
EVEPYOTIOLNUEVOU Ttapayovta tnéNg aFV amo tnv APC

H petdAAaén aviyveUETAL OTIG TIEPLOCOTEPEC ATIO TLG ULOEC TIEPUTTWOELS OLKOYEVOUG
Bpoupodidiag kat euBuvetal yla 1o 20-40% Twv MePLUTTWOEWV BpouPwong

2Tou¢ KawkaaoLloug, n cuxvotnta tng Kupaivetat ano 3-7%

H napouoia tng petd@AAaéng oe etepoluyn kataotaon avédvel tov kivbuvo yia OpouBwon 5-
8 dopéc evw n opoluywtia tng dtatapaxng avéavel tov kivbuvo Bpoppwonc katd 30-100
dopeg

H petaAAaén G20210A (FIl G20210A) oto 3’ akpo tou yovidiou tne mpoBpouBivng odnyel os
avénuéva emnineda npoBpouPivng otnv kukAodopia

H petdAAaén avixvevetol oto 6-8% twv acBevwv pe BpouBwon

H ouxvotntd tng oto yeviko MAnBuouod eival 2-4%



[leploplopoi EAEYXOU KANPOVOMIKNG
OpopBoiAiag

H poplakn dtepelivnon eival aveédptntn cuvOnkwv

Ot uerpnoaq cbuou«uv QVOOTAATWY KoL TTAPAYOVIWV TNENG MPETEL va yivovtal 2-3
LAVEC HaKpLa amo tnv ofsia daon BpopBwonc

Enti nmapwvoBepaneiog dev eAéyyoupue ATl (48 wpec peta)

H pétpnon PrC, PrS yivetal Touldxlotov 2 HVEG PETA TN SLakomn Twv
KOU LLOLP VLKWV

Ta vedTtepa avTLTNKTIKA dev emitpEmouy tov £Aeyyo PrC kat aviiotaong otnv
evepyortotnpuévn PrC (activated PrC resistance, APC-R)

Muat xapunAn ustpnon duokoL avaotaAtd xpnleL mavia Enava)\ml,vr]q KoL
QTTOKAELOUO ETIKTNTWVY dlatapaxwy mov odnyouv o€ pelwon Twv EMUTESWV TOUG



H dtayvwon tng kKAnpovoukneg eAAewnc AT, PrC, PrS mpemeL va
YLVETOL HOVO OTOV £XOUV OITOKAELOOEL KATAOTACELG TTOU 0ONYyoUV

Awatapaxi

Meilwon ATIII

Meilwon PC

Melwon PS

o€ emikTNTeC eAAelPELC TOUC

Entiktntn peiwon

Hmatikry vooog, nmaptvoBepareia, Staxutn evoayyeLlak
ninén (AEN), vedplkn avemapkela

Hratikr) vooog, ratdikn nAtkia, OCPs, KoupapLvIKa
aVTUTNKTKA (avTiBrrapivec K), avenapkeia Bit. K, AEM,
avtoavtliowpata katd tng PC

Hmatikny vooog, ratdikn nAkia, OCPs, KOupapLVIKA
ovTutnKktka (avtiBrrapivec K), avemapketa Bit. K, AEM,
ouTtoavtliowpata Kata tne PrS, knon, vedpikn
OLVETIAPKELQL



Entiktntn OpopBodiAia
ATtO TO CUVOAO TWV ETKTNTWV TAPAyoOvVIwy Kivduvou yla Bpoppwon, Eexwpilet pa
uTtoopAada, TTou o€ TTOANEC ETLONULOAOYLIKEG LEAETEC, CUVOEDNKE TTAOOYEVETIKA HE TNV
uTtepmnktTkotnta Tou Virchow kot amotelel opada kivduvou emniktntng OpouBodiiiog

Exiktntol mapdayovreg YyeTIKOC Kivouvog Bifiwoypa@iki) ava@opd
v OpopPoon

NeomAoGHatikd Voo oo, 4-20 Blom et al, 2005

GUUTAY®OV OPYAVOV Kol 0ipoTog

Aviipoo@oAmoikd cvvopopo (anti- 3-10 Ginsberg et al, 1995

phospholid syndrome, APS)

Kvnon kot Aoyeia 3-5 McColl et al, 1997

COPs 4-7 Sartwell et al, 1969

HRT 2-5 Grodstein et al, 1996
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Entiktntn OpouodiAia kat Kokonbela

Elval yvwotn n evéoyevnc 1dlotnta
TWV KAPKLVLIKWY KUTTAPWV Val
aAANAETILOpOUV HE O OELPA
KUTTOPLKWY OTOLXELWV Kal val
EVEPYOTIOLOUV TO INXOAVIOUO TTHENC

Cells adhesion and interaction:
endothelial cells,
monocyte/macrophage, T and B
lymphocytes interaction, platelet
hyperactivation with the release of
ADP, thrombin, adhesion molecules

ﬂ

Inflamation and
cytokinergic reactions
involving TNF-, IL-1p,

VEGF, fibrinogen,
FVIII, vWF

H BpouBwon nupodoteital amnod tnv
avénon mapoywyrc Tou LoTIKOU

napayovra (tissue factor, TF), { Actvton of J ( e
TIOPAYOVTWV HE TIPOTINKTLKA §pdon i
KOl KUTTOPOKIVWV LLE ﬂ u
npodpAeypovwdn dpaon

[ Thrombotic vascular events J

Factors involved in cancer-associated thrombosis,

Clin Med Insights Oncaol, v.8; 2014

Abbreviations: CP, Cancer procoagulant; TF, Tissue factor; TNF-a, Tumor necrosis
factor-a; IL-1p3, Interleukin-1f3; VEGF, Vascular endothelial growth factor; FVIII, Factor

VIII; vVWF, Von Willebrand factor; ADP, Adenosine diphosphat.
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Entiktntn OpoufodiAia kat kokonbela

H BpopBodiAia Aoyw kakonBelag €xel dSlapkwe auvéavopevn enimtwon

H ex6AAwor tTng cuvodevEeTal Ao oNUAVTIKA voonpotnta Kal Bvnolpotnta, adou
N VTE KoL ol EMUTAOKEG TNG O0TOV KOpKivo armoteAouv tn deltepn attia Bavatou
oTouc aoBeveic pe kakonBec voonua

O kapkivog avéavel tov kivéuvo yla Bpoppwon amod 4 £we 7 $opEC Ko TEALKA TO
4% €wc 20% twv acBevwv pe kakonBela Ba ekbnAwoouv Bpopwon mpLv f PeTA
™ Sldyvwon tng

H 6€on kot to otddlo tou kapkivou, evboyeveic mapayovtec KivdUuvou BpouBwong
ToU aoBevr), TapAYOVTEC CUVOCNPOTNTAC KATA TNV TTOPEL TOU KOPKIVOU Kal N
OUMBOTLKA KoL VEOTEPN OVTIVEOTIAQCLATLKY QyWwYyr] OIOTEAOUV avVEEAPTNTOUC
napayovieg kivbuvou BpouBwong

Movo n xnueloBepameia avéavel tov kivouvo VTE otoug aacBeveic pe cupmayeig
KakonBeleg, katd 7% ewc 11%



Entiktntn OpoufodiAia kat kokonbela

AcBeveic pe veomAdaopata eykedpaiou r adevokapkivwpa mvevpova, wodbnkwv,
TIOYKPEATOC, TIAXEOC EVIEPOU, OTOUAXOU, TIPOOTATN Kal veppoU £xouv uPpnAdtepo
Kivbuvo VTE, cuyKpLTIKA e a.oBeveic tou €xouv AAAOU TUTIO KOPKIVO

H BpopuBwon otov kapkivo adopd 1o ouxva to GAEBLKO ayyeLlokO OKEAOC Kall
HLEPLKES POPEC EKONAWVETOL WC EMUTOANC HeTAVOOTEUTIK OpopBodAepitida,
BpopBwtiki N pkpoBlakn evdokapditida kat OpouBwaon nratikwv GAePwv

H kakonBesla gival o povadikog aveEdptnTtog mapayovtoc KvdUVou TIPWLNG-EVTOC
ToU 1°Y g€apurvou-oAAd Kol OPLUNG UTTOTPOTIAC KAl YLO TO AOYO QUTO, N AVTUTNKTLKA
aywyn otov acBevr e KakonBela pEmeL va ocuve)ileTal 600 To voonua dev gival
o€ Udeon Kal O ALLOPPAYLKOG KivOuvocg elval YaunAog



Entiktntn OpopBodiAia Kat attottoAOYLKEC KOKONOELEC

*  Ta puehoinepmAaotikd veormAdopata (myeloproliferative neoplasmes,
MPNs)

e To moAAamAouv pueAwpa (multiple myeloma, MM) kait

e Hvuyxteplvn mapofuoukn atpoodatpvoupia (paroxysmal nocturnal
hemoglobinuria, PNH)

xapaktnpifovrat ano OpoupodiAikny dtdbson pe Woiaitepa
ETUONUOAOYIKA, KAWVIKA Kot Ta®oduoLOAOYIKA XOPOLKTNPLOTIKA



Entiktntn OpopBodiiia kat MueAoUEPMAQCTIKA VEOTTAAGLOTOL
(myeloproliferative neoplasms, MPNs)

* Toa MPNs tou tumou tn¢ aAnBouc moAukuttapatpiog (polycythemia vera, PV) kot
LdlomaBouc BpopPokuttapwonc (essential thrombocythemia, ET) ouvdEovtal pe
uPNAO kivouvo PAePLKAC Kal apTnpLakng Bpoupwong

* To ouvoALlkO TocooTo BpopBwong eivat 2,5% €wg 5,0% ava acBevr ava £tog otnv
PV kot 1,9% €wg 3% ava acBevn ava £€10¢ otnv ET, avaloya HE TNV Katnyopia
KwwvdUvou tou acBevn

 H VTE eivaw o ouxvn otnv PV og oxéon pe tnv ET

e IrmAaxVIKEC PAEPLKEC BpopuPwoelg, omwc OpopBwaon muAaiag PAEBaC, peoeviepiou
Kal nrtatikwv dAeBwv, epdavitovral o aocuviBlota vPNAd TOCOOTO OTOUC
aoBeveic pue MPNs

*  OLaptnplokeg OpouPwoelg avimpoownevouy 1o 60% £wg 70% ToU GUVOAOU TwWV
Kapdlayyeltokwyv cupfapdtwy ota MPNs kot ekdnAwvovtal we o0&V Epdpaypa
HUOKAPOLoU, LOXALULKO ayYELOKO EYKEDOALKO ETELCOSLO Kal TtEPLPEPLKN APTNPLOKNA
anodpaén

*  AplOuoc Asukokuttdpwy >10X10°/L, n petaAAoén JAK2V617F otnv ET kat €Eva
uPnAo poptio twv aAAnAopopdwv V617F atnv ET ko tnv PV €Xouv cUoXETLOTEL
HE avénuéEvo Kivbuvo BpopuBwong



Entiktntn OpopBodiiia kat MueAoUmepMAQCTIKA VEOTTAAGLOTOL
(myeloproliferative neoplasms, MPNs)

* JE TMEPUTTWOELC OlomaBol ¢ ommAaxVIKAC BpouPwonc mouv ekdNAWVETOL WC:
v OpOopuBwon pecevtéplwv pAsPwv

v OpopBwon nratikwv GAspwv

v OpopuBwon rtuAaioc pAERaAC

. ouvioTatat o EAeyxocg yLa tn HeTaAAaén JAK2-V617F akopa Kal €Tl
amouoiac atpotoloykwy evdeiéewv MPN

. Ye KAOe emeloodlo OpopBwonc eykepaiikwv dAeBwv (cerebral sinus-
venous thrombosis, CSVT) 1o omolio pmopet va eivat n 1" ekbnAwon MPN
ouviotatal EAeyxoc yia tn petalaén JAK2-V617F



Entiktntn OpoufodiAia kot moAAamAoUV HUEAWUOL
(multiple myeloma, MM)

H BpopuBodiAikr) S1aBeon oto MM €xel moAAaTAR attloAoyia

H Bepamneia pe Oaiibouidn n/kat AevaAidbouidn avéavet tov kivbuvo VTE, kuplwg
o€ veodlayvwobévtec aoBeveic mou AapBavouv de€apebalovn n xnUeloBeparmeia
H BpouBoyovog §paon tne mapandavw avoooppuBuLoTIKAG Bepamneioc oto MM
dev elval amooadpnViopEVN, WOTO0O0 daAiVETOL VA CUUHETEXEL N avénon NG
ékdppaonc tou TF kat tou ayyeltakou evbéoBnAtakol auéntikou mapayovia

H BaAlbouidn enumAéov auvéavel ta enineda twv napayoviwyv von Willebrand kot
FVIII mpokaAwvtag emiktntn avtiotaocn otn 6paon tng evepyormotnpuevng PrC ko
Tpororolel ta emnineda tng KUKAoofuyevaonc-2

Ztnv avénon tou BpopuBwTikoU KIVOUVOU CUUUETEXOUV N XOPNYOULEVN
gpuBporolntivn, povipoL kevipikol pAeBikol kaBeTAPEC Kal TTapodLKol TapAyovTEC
KvOUVOoU, OTIWC AOLUWEELG KOl aKLVvNTOTtolnoNn AOYyw OKEAETLKOU TIOVOU N

KOLTOLY LATWV

H napanpwteivn cuppeTeXeL TaboyeveTikd otn BpopuBwon, Aoyw umepylolotnrag,
naBoAoyikng aAAnAenidpaong He To VWOEC, OXNUATIOUOU AVILOWUATWY UE
TIPOTINKTLKA Spdon Kal avénong Twv emMedwV MPOoPAEYLOVWOWV KUTTAUPOKLVWV



Entiktntn OpopBodiAia kat vuxtepivil TOPoSUOHLKN
awpoodalpvoupia
(paroxysmal nocturnal hemoglobinuria, PNH)

IIavia KAwVLKN dlatapaxri Tou apXEyovVou QLUOTIOLNTLKOU KUTTAPOU
TIOU XapaKtnpiletal amno evboayyelakn alpoAuon, LUEALKN OVETIAPKELN

Kol OpoUBWTIKEG EKONAWOELG

To 40% twv acBevwv pe PNH ekdnAwvouv PpAeBikn OpouBwon mou eival
N Lo cuxvn autia Bavatou, AOyw CUMHETOXNG TwV OTIAAXVIKWV PAEPwWV

KOl KUPLWGE TWV NTTATIKWY, LEGEVTEPLWY, OTIANVLKAC KoL TIUAQLLOLG

2e KaOe aocBevn pe WbLonadn onAayvikn OpopBwon, cuvépopo Budd-
Chiari, OpopBwon eykepaAikwyv kot deppotikwv pAeBwv N eni
duodayiog kot KoLALaKoU AAyouc e onpeia evdoayyelkinc atoAuvong,

Oa npenel va yivetal €éAeyxog ywa PNH



Entiktntn OpopBodiiia kat aviidpwoPwAumtidiko cuvdpopo
(anti-phospholipid syndrome, APS)

To APS amotelel emiktntn Opopfodiikn dtatapaxn avoooloylkol TUTIOU Kall
odeiletal otnv napoucia aviidpwoPoArtdikwy aviiowpatwy (antiphospholipid
antibodies, aPLs)

Ta aPLs pe tn peyaAutepn KAWVLIKA onpooia eival To avtutnktikd Avkou (lupus
anticoagulant, LA) kat ot avtikapdloAutiveg (aCLs)

Tot KUTTOPA-OTOXOC TWV AVILOWHATWY Elval Ta evooBnALlakd KUTTOPO KAl T
QLLOTIETAALL

Tnv apxtkn 6€opevon Twv aPLs emavw o€ apvnNTKA Kol oudEtepa PpopTLOpEVA
dWoPOAUTOELS) TWV KUTTAPWV-CTOXWV KOL O€ TIPWTEIVEG TOU TAACUATOC OTIWE N
B2—yAukompwteivn | (B2-GPI), akoAouBel Evac katappaKktng avildpAcewyv amo ta
gvepyoToLnUEVa evooOnNALaKa KUTTAPA KL TA QLLUOTIETAALO TTOU 0dnyouV o€
dbAeypovwdn avtibpoaon

H dpAeypovwdnc aviibpaon cuvodevetal amod SLatapaxEC TwV aPAYyOVIWY TRENG-
lvwdOALONC KABWCE KoL TWV TIPOTINKTIKWY TIOPAYOVIWV TwV oUdeTEpOdIAWY Kall

LOVOKUTTAPWYV TIOU EVEPYOTIOLOUV ATtPOodOopa TOV MNKTIKO UNXOVIOUO E
amoteAeopa PAEBLKEG KL LPTNPLOKEG OpOopPwOELG



Ertiktntn OpopuBodiAia kat kunon-Aoxeia

H kOpla attia pnteLkng BvnolpuotnTag Kol vVoonpotnTac KOTA TNV TIEPLYEVVNTLKA
neptodo eival n VTE

Ava 100.000 kunoelg, 1,2 £w¢ 4,7 yuvaikeg kataAnyouv ano PE

H ouvoAikn emntimtwon VTE otnv kunon ivat 200 ava 100.000 ToKETOUC, EVW KATA
NV teplodo tng Aoxeiag n eninmtwon vnepdutdactaletal kot yivetatl 500 ava
100.000

H BpopuBwon otnv KUNon eival moAumapayovTtiki Kot odeiletol o€ PUCLOAOYLKEC
aAAayEC TToU 06NYyoUV O€ UTIEPTINKTLKOTNTA AOYW aU&ENoNg TwV TOPOyOVTIWY THENC
Kal avtiotaong otnv evepyomnotnuévn PrC (activated PrC-resistance, APC-R),
Helwong tng mpwTteivnc S Kat avénong Twv avaoTaATwy TNG WWOOAUONC, OL OTIOLEC
TIOPOLLEVOUV PEXPL KL 6 EBOOUASEC LETA TOV TOKETO

To urepmNKTLKO TEPLRAAANOV TNC KUNONC EVIOXVETAL KOL OTTO OVOTOULKEG OAAOLYEC
mtou odnyouv o APk otdon aAAAd Kot cuvodoUC TTAPAYOVTEC TNG KUNONG OTIWG
n mayuoapkia, n UTEPTAON, N AKLVNTOTIOLNON KAl N KOLOCAPLKA TOUN

210 50% twv VTE tn¢ mepLyevvnTIKAG TIEPLOSOU AVIXVEVETOL KANPOVOULKN
BpopPodiAikn dtatapaxn



Entiktntn OpopBodiiia kat AnPn COPs R HRT

O avénuévoc kivbuvocg BpopuBwoncg twv COPs oxetiletal pe TN EMOPACH TOUG OTO HUNXOVIOUO
nNENG, LEOW PELWONC TWV GUCIKWV avVaoTAATWVY TINENC kot APC-R, Helwong TwV avVaoTOATWY
vwdOAuong Ko Tpomomoinong TNS AELToupYLoG TTPOTNKTIKWY VUMWV

JUpudwva Ue TN PeTa-avaluon tou Stegeman kat ouv. (BMJ 2013; 347:f5298) oAa ta vedtepa
COPs aué&avouv tov kivbuvo VTE, avaloya pe tn 66on tng EED (ethinylestradiol, EED) kat tov
TUTIO TOU MPOYECTEPLVOELOOUC TIOU TIEPLEXOULV, LOLALTEPA KATA TO TIPWTO £TOC XOPHRYNONC TOUG

Katd ouvenewia v untapxel un 6poppoyovo oksvaopo COP

Mo YUVOLKEG e ouvuTtapxouoa KANpovouLki n emtiktntn BpoufodiAia, omou o kivbuvog VTE
yivetal moAAammAdoloc, n xopnynon touc Ba mPEMeL vat CUCTAVETOL ETTL ATTOAUTNCG EVOELENC KOl
LETA TNV EKTLUNON TWV CUVOALKWV TTaPayovTwv KvdUvou Kat tn AnPn OAwv tTwv HETPWV
npoduAaénc, yla tnv eAaxlotonoinon tou kivduvou VTE

H opuovikn Beparneia vriokataotaong (HRT), 0TLC LETEUUNVOTIAUCLAKEC YUVALKEC, QLUEAVEL
Tov Kivéuvo VTE katd 2 €éwcg 5 dopeg

O avénuévoc kivbuvoc VTE, mapad tn xapnAn d6on owotpoyovwy o oxeon Ue ta COPs,
g&nyeital amod tov kivduvo mou npootiBetal Adyw tnG HEYaAUTEPNCS NALKIOG TWV YUVOLKWY
niou AapfBavouv HRT

Tn ouxvotnta epdaviong VTE otnv HRT auvédavel n ouvomapén kKAnpovoulkng OpouBodiiiag
Ma tnv eAaylotomnoinon tov BpouPwtikov KvdUvou emti HRT, tpwv tnv €vapén autnc, PETEL
va aflohoyouvtal avad acBevr), OAEC oL TTAPAUETPOL KLVOUVOU OE OXECN UE TO KALVIKO OPEAOG


http://www.ncbi.nlm.nih.gov/pubmed/24030561

Alayvwon pAeBknc Bpoupwonc

Mo T SLdyvwon T0co TG v Tw Pabetl dAePikng BpouBwong, 0o Kal TG
TIVEUOVLKNC EMBOARC xpeLaletal n emiBeBaiwon tng KAWIKAC uTtoPiag pe
QTIELKOVLOTLKEC KoL EPYOLOTNPLAKEC peBodouc.

JTLC OTTELKOVLIOTIKEG LEBOSOUC OVKOUV TO EyXpWHO uTtepnxoypadnua (triplex)
dAeBwv, n dAePBoypadia avtiBeong, n aktvoypadia Bwpakoc, To
omvonpoypadnua aEPLOUOU ALLATWONG, N TIVEULOVIKA ayyEloypadia Kal n
HLOlYyVNTLKA TIVEUUOVLKN ayyeloypadia.

Epyaotnplakd, n KAwikn vmodia evioyxvetal amno tnv avénon twv D-8lpuepwv oto
TAQoQ

Qot000, N e€€taon dev eival amoAuta el0Kn, eneldn avénon twv D-Slpepwv
Utopel va mapatnpenBel kal oTov KapKivo, TN LETEYXELPNTLKH PAEYLLOVI] KAl TOV
LOTLKO TPOUUOATIOUO

AvtiBeta, n apvnTLKN TTPOYVWOTLKN agia Twv D-Stpuepwyv eivat uPnAr Kat Umopel Ye
pneyaAn aélomiotia va amokAeioel tn pAePikn) BpouPwon oe acBeveic pe pn
LOXUPEC KALVIKEG KOl QTTELKOVLIOTIKEC EVOELEELG



U OO

AVTUTNKTKA POppoKL

Npwtoyevig npoéAndn Bpoppwaong

Bpaxuxpovia

€EOTOULKEVUEVN

ouvVNBWC TIEPLEYXELPNTLKI UE BAON TIPWTOKOAAA EKTLUNONG KlvOUVOU
OpouBwong

Oepaneia Opoupwonc

Awdpkela 3-12 PrVEC OTO TIPWTO EMELOOOLO

Aevutepoyevic OpopBonpoduAatn

€EOTOULKEVEVN

ouvnOwc og: kKAnpovoplkn BpopBodilia, kakonBeLeg, APS, Wblomabn
BpopBwon pe umotporialovta xapaktrnpa

OLApKELA: O PaKPOXPOVLIA EwC dLa Blou e ouvexn ekTipnon
aLpoppayLKou Kivbuvou



AvTutnktika pappoko-1

H un kAaopatonotnpévn nrapivn (UFH, unfractionated heparin) amoteAst
ouumapayovta tne avtBpopBivng

Eival puoikoc BAEvvoroAuoakyapitng pe MB amo 3 €wg 30 Kdaltons

To ocupumAeyuo nrtapivng-avtiBpopuPivne avaoteAAeL Kupiwg Toug mapayovteg lla kat Xa
Kol O UKpOTEPO Babuo, toug IXa, Xla kat Xlla

To QVTUTNKTIKO QMOTEAECHA TNG NaplvoBepareiag napakoAouBeital pe To Xpovo
EVEPYOTIOLNUEVNC HEPKNC BpopPomAactivng (aPTT)

Ot kpoU poprakou Bapoug nrapivee (low molecular weight heparins, LMWH)
npoEpyovTal amo tnv kKAaopatomnoinon tng UFH kal to pEyebocg touc ival mepimou 1o
1/3 avtoU tn¢ UFH.

Exouv eAattwpuévn avtiBpopuPvikni dpaon (avti-lla) oe oxeon pe tnv avti-Xa, enedn ta
HULKpOTEPO poOpLa Sev pumopouv va cuvdeBouv pe Bpopfivn kot avtiBpopBivn padl.
Kata tn xopriynon toug dev amalteital epyootnpLokn napakoAovbnaon, mAnv
OUYKEKPLUEVWV OpAdwV acBevwv (VePpLK aveETAPKELQ, TTOXUOOPKIO, EYKUOoUvVN).

H epyaotnplokni mapakoAovOnon yivetal pe mpoodloplopo Tng avtl-Xo SpaoTikOTNTOC
Kol OXL UE HETPNON Tou aPTT



AVTUTNKTKO pappoka-2

AvtiBrtapivec K n KOUROPLVIKA QVTLITNKTKA: ovaoTEAAoUV Tn Spdon Twv
napoyoviwyv Réncg mou €aptwvtal amo tn But. K (FII, FVII, FIX, FX).
Nopadoéwc avaoteAlouy kot tn dpaon ¢ PrC kat PrS. Xopnyouvtal amno
TO oTopa Ko N Beparmeutiki Touc dpaon napakolouBeital pe ta eninmeda
tou INR. ArtayopeUeTalL n Yopriynor Touc otnVv KUnon AOyw TEPATOYEVEDNC

Apeool avaoTtaAtEC Tou evepyornotnpévou FX (rivaroxaban, apixaban,
edoxaban, betrixaban, TAK-442, YM-150). Aev xpn{ouv epyactnpLokng
nopakoAovOnong

Apeool avaotoAeic tng OpouBivne (fondaraninux, dabigatran, ipoudivn).
Aev xpnlouv gpyaotnpLlakng ntapokoAovBbnonc (mAnv tng poudivng mou
nopakoAouvBeitaL to aPTT)



