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EYXAPIXTIEX

Apxikd, Ba nBeAa va euxapioTnow TNV eMPBAETTOUCA KABNYATPIA, Kupia
BakaAotrouAou Zogia, yia Tnv TRV KaBodAynon, Tn Bondeia Kal TIg CUPBOUAEG
NG KaB® OAn Tn dIdpKeEIa TNG OUYYPAPAS TNG TTAPOUCOS METATTTUXIOKAG
OITTAWUATIKNAG EPYOTIAG.



[IEPIAHWYH

2TNV TTapoUca  PETATITUXIOKA OITTAWMATIKY)  €pyaoia  TTEPIYPAPETAl N
TIPWTOYEVH QINOOTACN OTNV OTIoId TTAPATNPEITAI N ATTAVTNON TOU AyYEIQKOU
OIKTUOU KOl TWV QAIYOTIETOAIWY OTOV  AYYEIOKO TPAUPATIONO HE TNV
ayyelooUOTTaoN KAl TO OXNMATIOKO TNG AIOTTETAAIOKN G TTAAKAS (Bpdupou),

ME TOV OTTOIO TEAIKA ETTEPXETAI, TTAPODIKA, N ETTIOXECN TNG QIJOPPAYIAG.

210 oxnuUaTioud Tou aigoTreTaAlakoUu Bpoupou Baociké péAo Traifouv:a) To
ayyelakd Toixwua (evooBrihio), B) Ta aigotreTdAIA, y) O TTAPAyovTag von
Willebrand.

Etriong yivetal n digpelvnon Twyv d1o@opwy dIAaTapaxwy TG TTPWTOYEVOUG
aINOéoTaONG, OTIG OTTOIEC TTEPIAQUBAVOVTAI :

A) KANPOVOUIKEG Kal ETTIKTATEG dIATAPAXEG TOU ayyEIOKOU TolxwaTog. Ol
KANPOVOUIKEG dIATAPAXEG TOU AYYEIOKOU TOIXWHOTOG dlaKpivovTal 0Tn VOOO
Rendu-Weber-Osler, o©T1o yiyavrio  aigayysiwya, oty atagia  —
TNAQyYEIEKTATIA, OTIG dIATAPAXEG TOU CUVOETIKOU I0TOU, OTO oUvdpopo Ehlers
— Danlos, otnv areAng ooteoyéveon, oTo eAaoTIKO weudoAvOwua Kal To
ouvdpopo Marfan. Evw OTIG ETTIKTNTEG AVIKOUV Ol AYYEIOKES TTOPPUPEG.

B) KAnpovopuikég kai eTTikTnNTEG BpoppoTrevie. O KAnpovouIKES dlakpivovTal:
1) oTIg BpouPoTrevieg pe HIKPO HEYEBOG aiuoTTETaAiwy, 2) OoTIG BpoupoTTevieg
ME QUOIOAOYIKO HEYEBOG aipoTreTaAiwy, 3) OTIG OpoufoTrevieg pe PeyAAo
MEYEBOG aIUOTTETAAIWV.

) KAnpovouikEG Kal €TTKTNTEG dIATAPAXEG TNG  AEITOUPYIKOTNTAG TWV
aigotreTaAdiwyv. O1  KAnpovopikéG diakpivovtal: 1) oTIGC dlaTapaxeég Twv
UTTOOOXEWV  QIYOTTETAAIWY  yIa  TIG TTPWTEIVEG TTPOCKOAANCONG, 2) OTIG
O1aTAPAXEC TWV UTTOBOXEWY AIMOTTETAAIWY yIa TOug dIOAUTOUG QayWwVIOTEG, 3)
OTIG DIOTAPAXEG TWV KOKKIWV TWV QINOTTETOAIWY, 4) OTIG dIaTapaxEG Twv 00wV
METAYWYNG TOU ONPATOg, 5) OTIC diatapaxés Twv QWO@OAITISiwV Twv
aigoTreTaAiwy. Evo Ta @Apuaka, KATTOIEG TPOPES KAl CUCTNPATIKEG dIATAPAXES
€ival AITIEG TWV ETTIKTNTWVY dIATAPAXWYV TNG AEITOUPYIAC TWV QIMOTTETAAIWV.

A) Nooog von Willebrand. H VWD katatdooeTal o€ TpEIG KUPIOUG TUTTOUG: 1, 2

kal 3. O1 TUtTo1 1 KAl 3 avTITTPOCWTTEUOUV TTOCOTIKEG dlaTtapaxég Tou VWF. O
TUTTOG 2 atroTeAEi TTOIOTIKN) dlatapaxr Tou VWF Kal diakpivovtal 4 UTTOTUTTOL:
2A, 2B, 2N ka1 2M.

H epyaotnpiok Oigpelvnon apxik& TrepIAapPAvel  KATTOIEC BACIKES
eCetdoelg OTTwG gival n yeviki aipatog,ue TNV pétpnon MPV (Méoou Oykou
AlgOTTETAAIWY), WE ETTIXPIOPO TTEPIPEPIKOU AiPATOG, ME OOKIPNOCTIEG XPOVWV
mNEEWS in vitro (PT, aPTT, TT) , ye Tov TTPOCOIOPIOUO TWV AVTIYOVIKWY
emmedwy  (VWFAQ) kal Tng OpacTIKOTNTAG CUMTTAPAYOVTA PIOTOOETIVNG
(vWHf:Ristocetin Cofactor activity) yia 1n d1dyvwon 1 Tov OTTOKAEIONO TNG
vooou von Willebrand kar TOV TTPOCOIOPICPOG Twv  emMTTEdWV  FXIII.
AEUTEPEUOVTWG, OE TTEPITITWAON OTNV OTTOI0 TA ATTOTEAEOPATA TWV ECETACEWV
NG TPWTNG GAoNG PPioKOVTAl EVTOG QUOIOAOYIKWY opiwv, TTEPIAAUBAVEI
€CETAOEIG YE TIG OTIOIEG YiVETAI N DIEPEUVNON TWV dIATAPAXWY TOU QYYEIAKOU
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TOIXWHATOG KAl TNG AEITOUPYIKOTNTAG TwV dlgoTreETaAiwv. H gpyaoTtnpiakn
dlgpelvnon Twv diatapaxwv TG AEIToupyiag Twv aioTreTaAiwy TTepIAaUBAVEI
TTPWTIOTWS TIG  CQAIPIKEG doKIpaoieg (xpovog pong kar PFA-100). Av ol
TTaPATTAVW OIAdIKOCIEG DEICOUV dlaTapayr OTn AEITOUPYIA TwV AIMOTTETAAIWY
TOTE Xpeladovral TrepAITEPW eEeTAOeElG, OTMWG LTA (Light Transmission
Aggregometry), WBA (Whole Blood Aggregometry), Lumi-Aggregometry,
KUTTOPOMETPIA PONG, TTAPATAPNON ME NAEKTPOVIKO HIKPOOKOTTIO (TEM).



SUMMARY

This master project describes the primary hemostasis, at which the reaction
of vascular system and platelets, on vascular injury, with vasoconstriction and
formation of platelet plaque (thrombus), in which finally, occurs, transiently,
the retention of bleeding.In the formation of platelet clot, the basic role is
played by: a) the vascular wall (endothelium), b) platelets, c) von Willebrand
factor.

Also, it is presented the investigation of various disorders of primary
hemostasis, including:

A) Inherited and acquired disorders of vascular wall. The inherited
disorders of vascular wall are distinguished: Rendu-Weber-Osler
disease, giant hemengioma, ataxia-telangiectasia, connective tissue
disorders, Ehlers-Danlos syndrome, incomplete osteogenesis, elastic
pseudoxanthoma and Marfan syndrome. In acquired disorders,
vascular purpura is included.

B) Inherited and acquired thrombocytopenies. Some of the inherited
thrombocytopenies are: 1) the thrombocytopenies with small platelets,
2) the thrombocytopenies with normal platelet size, 3) the
thrombocytopenies with large platelet size.

C) Inherited and acquired disorders of platelet function. Some of inherited
disorders are: 1) disorders of platelet receptors for adhesion proteins,
2) disorders of platelet receptors for soluble agonists, 3) disorders for
granules of platelets, 4) disorders of signal transduction pathways, 5)
disorders phospholipids of platelets. While acquired disorders of the
platelet function are caused by drugs, certain foods and systemic
disorders.

D) Von Willebrand disease. The VWD classified into three main types: 1,
2 and 3. Types 1 and 3 represent quantitative disordes of VWF. Type 2
is a qualitative disorder of VWF and 4 subtypes are distinguished: 2A,
2B, 2N, and 2M.

The laboratory investigation, initially includes, some basic tests, such as Full
Blood Count, by measuring MPV (average volume of platelets), with
peripheral blood smear, with in vitro coagulation assays (PT, APTT, TT),
determining levels of antigenic (VWF:Ag) and ristocetin cofactor activity
(VWF) to diagnose or exclude von Willebrand disease and determinate levels
FXIIl. Secondly, in case the test results of the first phase are within normal
limits, testing for disorders of the vascular wall and platelet function are also
included. The laboratory investigation of disorders of platelet function,
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includes primarily spherical assays (bleeding time and PFA-100). If the above
procedures show there is disorder in platelet function, then further tests are
needed: LTA (Light Transmission Aggregometry), WBA (Whole Blood
Aggregometry), Lumi-Aggregometry, flow cytometry and electron microscopy.
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12



EYPETHPIO MNINAKON

Mivakag 1: ®apuaka f) TPOPEG 01 OTTOIEG ETTNPEACOUV TN AEITOUPYIKOTNTA TWV
QUIMOTTETOANIWYV TWV AIJOTTETAAIWV.

Mivakag 2: Alatapax£g Twv AlJOTTETAAIWY: aTTOTEAEOPATA ATTO TNV £€£TAON ME

PRA-LO0. .. 0eAN.35
Mivakag 3: LTA o0¢ KANPOVOMIKEG Kal  E€TTIKTNTEG  OIATAPAXEG TWV
(o (T W 3 1§38 £ 71V 031 0eN.46
Mivakag 4. TipéG avapopdg (David Perry and Tony
LI Lo [ 2 0 ) OO PRSPRPRRRRR oel.49
Mivakag 5: Epyaotnpiokd eupripata vooou von Willebrand............... OeN.76

EYPETHPIO NAPAAEIrMATQON

Mapdadeiypa 1. Nooog von Willebrand fj cuvdpopo Bernard Soulier...o0eA.45
Mapddeiypa 2. OpopPacbéveia Glanzmann A avivwdoyovaiyia......... oeAl.45

Mapddeiypa 3. Storage Pool Disease 11 QvermdpkeId TwV KOKKiWV Twv
Lo (T8 o 11§50 £ 1Y 1001 oeAN.46

13


http://www.practical-haemostasis.com).............σελ.49

AIMOZTAZH

H évvoia Tng CwNAG oToV AvBPWTTO €ival CUVUQACHEVN UE TNV AVATITUEN
TWV AYYEIWV Kal TNV KUKAOQOPIO TOU QiNATOG €V N QUOIOAOYIKN AgiToupyia
TOU PNXaviopoU algéoTaong ival atrapaitntn yia TNV €mmiRiwon Tou.
H aiydéoTtaon eival évag QUOIOAOYIKOG UNXAVIOPNOG Auuvag TOU Opyaviopou,
TTOU dIATNPEI TNV AKEPAIOTNTA TWV AYYEIWV KAl TN PEUCTOTNTA TOU QiATOG OTO
ayyelakd OiKTUO Kal TTPOAAPPBAvVEl TRV ATTWAEIA QiJATOG, O€ TTIEPITITWON
TPOAUPATIOYMOU TOU QyyeEiOU HE TOV AUECO OXNMATIOYNO TOU QIPJOOTATIKOU
Bpdupou.
2TO UNXAVIOUO QINOOTACONG CUUMETEXOUV:
Q) TO TOIXWHA TWV ayyeiwv (evooBrAio)
B) Ta aiyotreTdAI
Y) Ol TTaPAYOVTEG TNG TTRENG
0) 01 PUOIKOI avaoTAATEG TNG TMENG
€) Ol TTaPAYOVTEG TNG IVWOOAUONG
OT) Ol PUOIKOI avaoTAATES TNG IVWOOAUCONG
2TO UNXAVIOUO aipdoTaoNG CUPUETEXOUV ETTIONG, ME EUUECO TPOTTO TA £PUBPA
aloo@aipia, Ta OTToia PE TNV £€£000 TOUG OTOV £CWAYYEIAKO XWPEO alJOAUOVTAI
eAeuBepwvovtag ADP, BaoiKO evePYOTTOINTA TWV QIMOTTETAAIWY KABWG Kal Ta
AEUKA QiuooQaipia, KUpiwg Ta POVOKUTTOPA, TA OTToia aTTEAEUBEPWIVOUV
TTOPAYOVTEG TTOU evepyoTToloUV Ta aigotreTdAia (Platelet aggregating factor —
PAF kal AeukoTplévia) A TOV KaTappPdKkTn TG TTAENG (1I0TIKOG TTapAyovTag).

H aipodoTaon diakpiveral oTnv:

e [lpwtoyevy aiydboTaOn OTNV OTIOIA  TTAPATNEEITAI N OTTAVINON TOu
AYYEIOKOU OIKTUOU KAl TWV AIUOTTETOAIWY OTOV AyYEIOKO TPAUPATIONO HPE TNV
QayyEeI0oUOTTAON KOl TO OXNMOTIONO TNG QIMOTTETAAIOKAG TTAAKAG (Bpoupou).
2TO OXNUATIONO TOu alpgoTTeTaAIaKOU BpoupBou Bacikd poAo TTaiouv:

A) TO ayyeIako Toixwua (evooBrAio)

B) Ta aigyotreTdAIa

') o TTapdayovtag von willebrand

o AcuTepoyevr) aiudoTaON OTNV OTTOIA, JE Evav KaTapPAakTn aAAnAodiddoxwv
avTIdpAocewy, TO OIAAUTO IVWOOYOVO PETATPETTETAI O€ ADIAAUTN IVIKI N OTTOIx
oTaBepoTrolei TNV aoTadr AlJOTTETAAIOKN TTAGKQ, TTOU dnUIoUPYHONKE KaTd TNV
apxIkn aipéoTaon kar oxnuariceral o 8pdéupog (Furie B, Furie C. , 2007).

ENAOGHAIO

AOMH TOY ENAOOGHAIOY

To ayy€lokd cUCTNUa TOU avOPWTTIVOU OPYaVvIOHOU aTToTeAEITal atTd
éva EKTETAMEVO OIKTUO apTnPIWwYV, TPIXOEIOWV Kal QAEBWYV. ZTa TTEPICCOTEPQ
ayyeia TrapatnpouvTal TPEIG DIOKPITEG TTEPIOXES (XITWVEG).
O éow xiItwvag atoTeAeital atrd pia oTifada evooBnAIOKWY KUTTAPWY KATW
ammd Tnv otmroia PBpiokeTal n utrevdoBnAiokr) oTIBdda Kal TO €0w €AACTIKO
éTalo. H uttevdoBnAiokr oTIBada atroteAgital Kupiwg ato 1vidia koAAaydvou,
AQuIvivn Kai QIUTTPOVEKTIVN.



O péoog XiITwvag €ival TTeEPICCOTEPO QAVETTTUYMEVOG OTa HEYAAA ayyeia Kal
QTTOTEAEITAI KUPIWG aTTO A€iEC PUIKEG Kal EAAOTIKEG iVEG Kal TO £Ew €AQOTIKO
TETANO, TO OTTOIO TTAPEXEI OOMIKY) UTTOOTAPIEN.

O £Ew ximwvag atroteAeital oxXedov atmmoKAEIOTIKA atrd IVOEAAOTIKO CUVOETIKO
I0TO Kal TTEPIEXEI TPOYOPOPA ayyeEia, Aeppayyeia kal veupa.

€ rah N atont LSy te [ N L S A
vt mtalry OV My 2Ry ST ba Ty

Eikéva 1: Aour rou evdobnAiovu.

To evdoBnAio atroteAeiTal atmd pia oTIBAda KUTTApwWY N oTToia BpiokeTal
OTNV EOWTEPIKA ETIPAVEIQ OAWV TWV AYYEIWV Kal AEPPAYYEIWY Kal EPXETAI O€
ETTOPRA WE TO aiga A TN Aéppo. AtroteAeital Trepitrou améd 10 kUTtapa Ta ooia
uyicouv 1,5 KIAG Kal KaAUTITOUV emipdveia 4.000 — 7.000m? (Augustin HG, et
al,1994.). Ta evdoBnAiakad KUTTOpa ocuvdéovTal PE TN PaOIK PEPPPAVN TOU
ayyeiou Kal TTapatdooovTal oav Pwaodikd. ‘Exouv ouvABwe KuPBoeidég oxnua,
0€ OUVONKeS XaunAng pong, aAAd, oe Béoeigc Otrou o1 aptnpieg dixalovtai
dnuIoupywvTag KAGBOUG Kal N por} Tou aigaTtog yivetal aTpoRIAwdNG 1) augdvel
N SIATUNTIKA TACN, TO OXAMUA TWV EVOOONAIOKWY KUTTAPWY ETTIMNKUVETAI.

Ymdpxouv O&U0 TUTTOI MECOKUTTAPIWY OUVOECEWV METALU TWV
evOoBnANIaKwV KUTTApwV: Q) OTaBepéc ouvoéoels e arAnAosemkdAuwn Twv
KUTTapwv, 1mou £éao@alifouv uia OXETIKN OTEYAvOTNTA KAl ETTITPETTOUV UOVO
TNV EMAEKTIKN OIGXUON ouoiwv OId Puéow Tou evdobnliou (eyképalog) kai B)
OUVOECEIC Ol OTTOIEC A@NVOUV OTTEC 1 XAouaTa, T OTToia ETTITPETTOUV TN
OIAXUCN MAKPOUOPIWY, I0VIWV Kal Uypwv arrd Kal TTPoC Td TPIXOEION
(evOoKpIveic adéveg, veEQPOI) N Ta xaouara ouvodeuovial ammod ATEAEIEC NS
Baoikn¢ ueuBpavns ue amoréAeoua tnv EAEUBspn avraAAayri ouciwv Kai
KUTTapwV UETaéU aiuarog Kal opyavwy (KOATTOEION NTTATOS KAl OTTANVOC).
Ta evdoBnhiokd KUTTOpa  €ival  gutrUpnva  KUTTapa Kol OlaBETouv
KUTTAPOTTAQOUA TTOU TTEPIEXEI KUOTIOIa Kal Ta owudaTtia Weibel — Palade. Ta
KUOTIOIO TTEPIEXOUV OUTIEG A UYPA T OTTOIO HETAPEPOVTAI E TO UNXAVIONO TNG
TTIVOKUTTAPWONG, €vw Ta owudtia Weibel — Palade €ivar amoBnkeuTika
KuoTidla kai TrepiExouv mapayovta von Willebrand kai P -ogAekTivn (Dejana
E.,1995.).



AEITOYPTIEZ TOY ENAOOHAIOY

To evdoBnAio dev atroTeAei Evav atTAd KUTTAPIKO XITWwva aAAG epgavilel
ID1I0ITEPA ONPAVTIKEG AEITOUPYIEG TTOU OXETICOVTAI PE TNV OPOIOOTACIA TOU
ayyeiou. Méow pePPpavikwy UTTOBOXEWYV, €XEI TNV IKAVOTNTA VO TTPOKAAEI
METARBOAEG TOU ayyelakoU TOVOU Kal TNG apTNPIOKAG TTiEoNG, ME TN oUVOEoN Kal
atmeAeuBEépwon evog peyadAou apiBuol ayyelodpaoTIKWV Hopiwv. ETTiTAéov
EKKPIVEI ) ekPPAlel Didpopa popla Ta oTroia TTaiCouv POAO OTNV AyYEIOYEVEDT,
oTnV ayyelakn olatmeparotnTa, oTn Olakivnon Twv AEUKOKUTTAPWY, OTNV
QVATITUEN QAEYPOVAG KAl aBNPOCKAAPWONG Kal OTO INXAVIOHO AIOCTAONG.
Pu6uion rou ayyeiakou 10vou

H puBpion Tou ayyelakou TOVOU ETTITUYXAVETAI PE TNV €KKPION ATTO T
evO0ONAIaKA KUTTOPA OUCIWY JE AYYEIOOUCTTAOTIKEG (EvOOBONAivN, TTapdyovTag
evepyoTroinong Twv algotreTaAiwv —PAF) 11 ayyelodIoOOTAATIKEG  1ID1OTNTEG
(Movogeidio Tou alwTtou —NO, TTpooTakukAivn -PGI2). H ayyeioouotaon, Tou
akoAouBei aueca k&Be PBAGBN TOu ayyeloOKOU TOIXWUATOG, TTEPIOPICEl TNV
aTTWAEIa aipaTog Kail emIRBPaduvel TOTTIKA Tn POr TOU AiaTog augdvovTag £TOl
TN TTPOOKOAANCN TWV AIMOTTETOAIWY OTO ayyeEio. ATTO TIC AYYEIOOUCTIACTIKEG
oucieg, n evdoBnAivn trapdyetar atrd 10 £vdoBNnAlok& KUTTAPQ Kal, HMEOW
UTTOO0XEWV TTOU UTTAPXOUV OTa €vOOONAIOKA KUTTAPA KOl OTIG AEIEG HUIKEG
iVEG, TTPOKAAEI ayyelooU0TTaon Kal auénon Tou TTOAAQTTAACIOOPOU TWV Agiwv
MUKWV Ivwv. ATtreAeuBepwvetal attd Ta €vooBnAlokd KUTTapa, META aTrd
O1€yePar) TOUG aTTO PUOIKOUG KAl XNMIKOUG TTapAyovTeS (UTTogia, KUTTAPOKIVEG,
dlatuntikf Taon) (Brunner F,et al, 2006).

O mapayovtag evepyotroinong Twv aigotreTaAiwv (PAF) TTpoépxeTal
atro TO METABOAICHO TOU apaxidovikou o&éog. Mapdyetal atrd Ta evooBnAIakd
KUTTOpa, METG amd Oiéyepon Toug ammod Tn BpopBivn, Ppadukivivn, ATP,
IVTEPAEUKiVEG 1 kal 8 KAT. EKTOG ammd ayyeloouoTracn Tpodyel  Thv
TTPOOKOAANTIKOTNTA TwV aIoTTETOAIWY OTO €vOOBRAIO, TNV ayyeloyEéveon Kal
augavel Tn dlatrepatdTNTa Tou £vOoBnAiou (Imaizumi TA, et al, 1995.).

Tnv apxiki ayyeioouotracn akoAouBei xAAaon Tou ayyegiou n otroia
OQEIAETAI OTOUG AYYEIODIAOTAATIKOUG TTAPAYOVTEG TTOU TTAPAyEl TO evOOBAIO.
To NO eival 0 onuavTIKOTEPOG AYYEIODIAOTAATIKOG TTapAyovTag. ETmiTAéoy,
avaoTEANAEL TNV TTPOOKOAANGCN CQIMOTTETOAIWY KOl  OUCCWPEUCH Twv
aigotreTaAiwy (Ignarro LJ,et al, 1987.).

H PGI2 ¢ival €éva elIkooavoeldEg TTou TTapdyeTal atrd 10 HETABOAIOUO
TOU apaxidovikou 0&Eog ue Tn Opdcn Tng KukAooguyevaong 2 (COX -2).
MpokaAei ayyelod1a0TOAN Kal AvaOTOAN TNG CUCCWPEUONG TWV QIPJOTTETOAIWV.
AvaoTéNAel  ettiong Tov  TTOAAATTAQOIQOPO, T dIAQOPOTIOINCN KAl  Th
METAVAOTEUON TWV ALiWV MUKWV IVWV TOU ayyelakou Toixwpatog (Vane J,
Corin RE., 2003).

O pbAo¢ Tou evdobnAiou ornv aiudéoracn
To evdoBrnAio TTapdTI DIOBETEI AVTITINKTIKEG KAl AVTIOPOUPBWTIKES 1810TNTEG, Ol

oTToieg dlao@aAifouv TNV AYYEIOKA OPOoIOOTACIA, TTAIfEl CUYXPOVWG KEVTPIKO
poA0 0t OAeg¢ Ta OTAdIA TOU PNXAVIOWOU aigdoTaong, onAadr oTtnv
EVEPYOTTOINON KAl OUCCWPEEUCN TWV AIJOTTETAAIWY, TNV TALN Kol Tnv
IvwdOAucon. Ta evdoBnAiakd kUTTapa ek@pdalouv i ekkpivouv did@opa Popia
oTTwg o mmapdyovrag von Willebrand (Dong JF., 2005.), n 8pououoviouAivn
(TM), o 10mKOg Trapayovrag (Tissue Factor —TF) 3 ©poufotrAacTivn, ©
avaoToAéag TG 0dou Tou 10TIKOU TTapdyovTa (Tissue Factor Pathway Inhibitor
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-TFPI) (Ott |, et al,. 2000), 0 I0TIKOU TUTTOU €VEPYOTTOINTIG TOU TTAACUIVOYOVOU
(Tissue Plasmonogen Activator - t-PA), 0 avaoTOAéQG TOU EVEPYOTTOINTH TOU
TAaopivoyovou (Plasminogen Activator Inhibitor -1 -PAI-1) (Emeis JJ., 1992.)
Kal ol YAUKOCOauIVOYAUKAVEG Belikr nTTapdvn Kal Benk depuatavn, ol OTToiEG
EVIOXUOUV Tn dpacTIKOTNTA TNG avTIBpopivng Kal Tou cupttapdayovta Il Tng
NTTapivng avtioTolxa.

AIMOINETAAIA

Ta aigotreTGNIO  €ival  atmupnva  KUTTapa, OIOKOEIdOUG AP@iKUPTOU
oXAMATOG, dIaPéTpou 2-4um Kal oykou 7fl. O apIBPOS Twv AIPNOTTETAAIWY TOU
TTEPIPEPIKOU aipaTog KupaiveTal ammo 150.000 - 400.000/ pl kar 0 xpoévog CwAG
Toug eival 7-10 nuépeg. Mapdyoviar oTOov HPUEAO Twv OO0TWV OTTO TA
MeyakapuokuTTapa kal 1o 1/3 atmobnkevetar oto omAfva. Or eVvAANIKEG
Tapayouv Trepittou 10M aipotreTdAia nuepnoiwg aAAd n Trapaywyr] autr
pTopel va  20TTAQCIAOTEl  O€  TTEPITITWOEIC  AUENPEVNG  KATAOTPOYNS N
KaTavaAwong Twv aigotreTadiwy. Karaotpégovtal ota KUTTapa tou AE2 Tou
OTTAVA A TOU ATTATOG

OPOMBOINOIHZH

Q¢ BpopupoTtroinon opidetal TO GUVOAO TWV dIEPYOTIWY TTOU 0dNyouv OTnv
Tapaywyr Twv dAIJOTTETOAiWY. Ta aigotreTdAia  TTapdyovralr  amoé  1d
MEYAKOAPUOKUTTOPA, MEOW OEoPeUOonG TOu  TTOAUDUVOUOU  TTPOYOVIKOU
QIJOTTOINTIKOU KUTTApou (stem cell) yia Tn peEYOKapUOKUTTAPIKN Kal epuBpd
oeipd  (MEP), ToA\aTmTAQCIQOPOU  TwV  TTPOYOVIKWYV  KUTTAPWY KAl
d10¢pOoPOTIOINONG TWV PEYAKAPUOKUTTAPWY. H diadikacia auti xapaktnpileTai
amd  evdoavadiTtAaciaoud Tou DNA, wpigyavon Kol ETTEKTOON  TOU
KUTTOPOTTAGOMOTOG  Kal  aTTeAeuBépwon  TeAIKG Twv  Opaucudtwyv Tou
KUTTOPOTTAAOMOTOG TWV HEYAKAPUOKUTTAPWY HE TN HOPPH KUKAOPOPOUVTWV
aigoTreTaAiwy. TN YeTABacn amd 1o TTOAUSUVOUO QIPMOTTOINTIKG KUTTAPO OTA
TIPOYOVIKA  KUTTAPA TNG MEYOKAPUOKUTTOPIKAG OEIPAg  €UTTAEKETAI  TO
oykoyovidlo c-mpl, To oTroio gu@avicel upnAn ék@pacn oTa KUTTapa autd. H
d1aQOPOTIOINCN TWV TTPOYOVIKWY KUTTAPWY TNG MEYAKAPUOKUTTAPIKNAG OEIPAG
puBuileTal ATTO PETAYPOAPIKOUG TTOPAYOVTEG, TTOU €AEYXOUV TNV £KQPOO
d1a@opwVv  yovidiwv. O OonUAvTIKOTEPOSG PETAYPAPIKOG TTAPAYOVTASG TNG
Meyakapuotroinong eival o GATA-1, 0 oOTroiog eTTayel TNV TTApaywyn
MEYOKOPUOKUTTAPIKWY ATTOIKIWV YE TN OpACn TOU OTA QIPOTTOINTIKA stem cells
KOl OTO TTPOYOVIKA KUTTapa TnG MUEAIKNG oeipdg ( CMP, common myeloid
progenitors) (lwasaki et al, 2003). H ék@paon yovidiwv oTa apxIkd oTtddia Tng
OVTOYEVEONG TWV PEYAKAPUOKUTTAPWY £TTNPedleTal a1t Tov FOG-1. Ta TeAIKa
oTadla TNG peyakapuotroinong eAéyxovtal amd Tnv ouvepyaoia Twv GATA-1
kar FOG-1. Téhog, o NF-E2 puBuilel Ta TeAIk& oTddia dia@opoTroinong Twv
MEYAKAPUOKUTTAPWY, TO OXNUATIONO TwV TTPO -aigoTTreTaAiwy (proplatelets) kai
TNV ameAeuBépwaon Twv alJOTTETAAIWY OTO TTEPIPEPIKG aipa (Shivdasani RA,
2001).

Ta diduvapa KUTTOPA TNG MEYOKAPUOKUTTAPIKAG Kal epuBpdcs oeipag (MEP)
atravtolv o€ dIAQopoug TTEPIBAANOVTIKOUG TTAPAYOVTEG, OTTWG XUMOKIVES KOl
KUTTOPOKIVEG, Ol OTTOIEG ETTAYOUV TOV TTOAAQTTAOCIOOUO TWV KUTTAPWY KAl TO
oXNUOTIONO TTpWIMwWY atrolkiwy, Twv BFU - meg (megakaryocyte burst-



forming units) A 1O WPIMWYV Kal HIKPOTEPWYV KUTTAPIKWY ATTOIKIWY, Twv CFU -
meg (megakaryocyte colony-forming units), ge Tov TTOAAQTTAQCIAOUO KAl TN
d1apOopPOTToIiNON TWV OTToIWV Ba dnuioupynBouV TEAIKA Ta TTPWTA HOPPOAOYIKA
avayvwpioiga KUTTapa ol JEYOKAPUOBAAOTEG.

O KupIdTEPOG PUBNIOTAG TNG PEYOKAPUOTTOINONG Kal TNG BpoupoTtroinong
gival n Bpoppotrointivn (Thrombopoietin, TPO 3 Mpl ligand) n otoia dpa o€
OAa Ta oTAadia dIaPOPOTTOINONG, ATTO TO APXEYOVO QIPOTTOINTIKO KUTTAPO WG TA
aigotret@Ala. H TPO trapdyetal ammd 10 ATTAP Kal CUVOEETAI JE TOU UTTODOXEIG
c-mpl oTnNV EMEAVEIQ TWV HPEYOKAPUOKUTTAPWY KAl TWV CIMOTTETOAIWY KOl
TIPOKAAEI  TTOAAQTTAQCIOONO KOl wpigavon TwV HEYAKAPUOKUTTAPWY. 2€
TepiTITwon BpouBotreviag Ta emimeda NG TPO augdvouv kal avtiBeta (Solar
et al, 1998, Wendling F, 1999).

AANAoI algoTroInTIKoi au&nTIKOoi TTAPAYOVTEG Ol OTTOIOI YTTOPEI va dIEYEipOUV
Tov  TTOAAQTTAQCIOONG KAl TN dIa@opoTroinon  Twv  KUTTApWvV NG
MEYOAKAPUOKUTTAPIKNG OEIPAG, JOvol j o€ ouvduaouo pe tnv TPO, ival n IL-3,
o GM-CSF (Granulocyte-Macrophage Colony-Stimulating Factor), n IL-6, n IL-
11, o SCF (Stem Cell Factor), o FGF (Fibroblast Growth Factor), n
epuBpotrointivn (EPO), kATT. (Vainchker et al, 1995, Broudy et al 1996).
MapdayovTeg TTOU €XOUV APVNTIK PUBMIOTIKA dpdon Kal avaoTéEAAOUV TOV
oxnuaTiopo atroikiwv CFU-Meg, eival o TGF-B (Transforming Growth Factor -
B), o TNF-a (Tumor Necrosis Factor-a), n Ivrepgepévn-a (IFN-a), n
IVTEPQEPOVN-Y (IFN-y), 0 aigoTreTaAlakOG TTapayovtag-4 (PF4) kAt (Fortunel
et al, 2000; Minamigushi et al, 2001; Kaushansky et al, 2002).

Ta apxéyova TTPOYOVIKA KUTTAPO HUETOTPETTOVTAI O€ UEYAKAPUORBAAOTEG, Ol
oTToiol  dlIOPOPOTTOIOUVTAl  O€  TTPOMEYAKAPUOKUTTOPA  Kal  TEANIKA o€
peyakapuokUTTapa. O1 peyakapuoBAAOTEG XAvOouv Tnv IKavoTnTa dlaipeong
aAAG dlaTnpouv Tnv IKavoeTnTa avtiypa®ns tou DNA (evdoavadiTrAaciaouog,
evOouiTwon) Kal TG wpiyavong Tou KuTttapomAdopatog. ‘Etor pe TIg
eVOOMITWOEIG  DIOIPEITAl O TIUPAVOG, Xwpig Tautdxpovn diaipecn Tou
TTPWTOTTAAOUATOG, YE ATTOTEAECOHA T dnMIoUPYia €VOG yIyavTidiou KUTTAPOU
ME TTOAUTTAOEIBIKO TTUKVWTIKO TTUPVA Kal APOovVo TTpWTOTTAAC Q.

Me Tnv evOouiTwon OUVTIBEVTAl HEYAAEG TTOOOTNTEG TTPWTEIVWV Kal AITTIdiwv
TTOU €ival ammapaitnTa yia TN oUveeon PEPBPAVIKWY KAl KUTTOPOOKEAETIKWV
TPWTEIVWYV KABWG €TTiONG KAl HE TO OXNUOTIONO TWV KOKKiWV Twv
QIYOTTETOAIWY. 2TO PEYAKAPUOKUTTAPA QPXIKG dnuIoUpYEiTal €va OUUTTAEYUO
MIKPOOWANVApiwv  OTO  KUTTAPOTTAQOWA, TO OTI0I0  OUVOEETAl ME T
TTAQOUATOKUTTAPIKY MEUPBPAVN KAl 0T OUCia ATTOTEAEI TNV ETTIPAVEIQ TWV TTPO
- aigoTTeETaAiwWY. Ta pIKpoowAnvdapia PeTatoTTiCovTal TTPOG OTO QAOIO Kal N
onuioupyia Twv TIPO — AIYOTTETOAIWV apXidel PME TO OXNMATIONO TTUKVWV
WeudOTTOdIWV TTOU ETTIUNKUVOVTAI, €VW KOKKIO Kal OpyavUAId HPETAKIVOUVTAI
MEOW TWV MPIKPOOWANVAPIWY KAl CUCOWPEEUOVTal OTa AKPA Twv TIPO —
AIPOTTETOAIWYV. ZXnuaTiCeTal €101 €va OIAKAAdI(OUEVO oUOTNNA, OTTO TIG AKPEG
TOU OTTOIOU MIKPOoWANVApIa eAeuBepwvovTtal atrd autd TTAPaCcUPOVTAS KAl
TMAMO KUTTAPOTTAAOUATOG TOU PEYAKAPUOKUTTAPOU. 2Tr CUVEXEIQ €AicoovTal
oxnuaTidovTag oTrEipeG, o1 oTToieg divouv OIOKOEIOEG OXNUA OTA AIYOTTETAAIA
Kal atreAeuBepwvovTal Ta QIPOTTIETAAID. Ta QIMOTTETAAIO €I0€PXOVTAl OTOUG
QAEPOKOATTOUG Kal TTEPVOUV aTTO €KEI OTNV KUKAOPOpIia Tou aipaTtog. (Hartwig J
et al, 2003). O yupvog TTUPAVOG TTOU ATTOUEVEI ATTOTTITITEl KOI ATTOMOKPUVETOI
até Ta pakpo@dya (Li J and Kuter DJ, 2001, de Botton et al, 2002).
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IXAMa 1 : 2xnuarikp amreikovion dnuioupyiag Twv aiuoTTeTaliwv

2UVOAIKA, n €EENIEN evOC OeOEUNEVOU TTPOYOVIKOU KUTTAPOU TNG
MEYOAKOPUOKUTTAPIKNG O€IPAG O€ QIUOTTETANIA YiveTal o€ TTePITTOU 5 €wg 7
nuépes. Ta aipotreTdAia aBpoifovral ato aTTAfva yia 36 wpes. O pueAdS Twv
00TWV €vOG Quaololoyikou eviAika trepiExel 100.000.000 peyakapuokUTTaPA.
‘Eva peyakapuokutTapo trapdyel 10-20 mrpoaipotretdAia kai repitrou 1.000 -
3.000 aigotretdAia (Hartwig J and Italiano JR, 2003).

MOP®OAOrIIA KAl AOMH TQN AIMOMETAAIQN

H trepiypa@n TnG pop@oAoyiag Twv algoTreTaAiwy, eEapTdTal atd Ta OTITIKA
MEOQ TTOU XPNOIYOTTOIOUME yIa TNV TTapaTtripnon Toug. '’ autd kal diakpiveTal
O’ QUTH TTOU TTPOKUTITEI ATTO T MEAETN TOUG ME: A) OTTAO MIKPOOKOTTIO, f3)
MIKPOOKOTTIO avTiBETNG @AoNG Kal Y) NAEKTPOVIKO UIKPOOKOTTIO.
Mop@oAoyia TwV QIUOTTETAAIWY OTO OTITIKO UIKPOOKOTTIO

2TA XPWHATIOPEVO ETTIXPIOMATA TOU TTEPIPEPIKOU AiATOG HME TR XPWon
Wright, Ta aigotreTdAIa @aivovTal wg JIKPA YoAalopaia CWUATIO JE OTPOYYUAS
N eAemTIké oxApa. H péon dIAUETPOG TOUG TTOIKIAEI Kal KupaiveTal ammd 1,5
€w¢ 3,0 ym. H didueTpog auth Twv AIMOTTETAAIWY avTIoTOIXEl 0TO 1/4 TTEPITIOU
NG JIAPETPOU TwV €pUBpWYV alpoo@apiwy. Ta pn dleyepuéva AIMOTTETAAIA
£€XOUV HOPO®H au@iKupTOU OiOKOU, YE MECO OYKO TTEPITTOU 73 Kal OIaKPivOVTal
0uo pépn: TO Uahopépog (hyalomere) TTOU QVTIOTOIXEI OTO KUTTAPIKO
TTPWTOTTAQCNA KAl TO KOKKIONEPOG (granulomere) 10 oTToio aTTOTEAEITANI ATTO
TTOIKIAQ KOKKia KOl cwaTidla.




Eikova 2: lNaparipnon twv aiotTeTaliwv aTo Koivo UIKPOOKOTTIO (40X) o€
ETTiXPIOUA TTEPIPEPIKOU aiuaTog. Eva QuaioAoyiKO aiuoTTeETaAIO @aiveTal oTnv
dvw apiotepn ywvia tng eikovag (uwp). Emiong eaivovrai duo yiyavria
aipotrer@Aia (xpwuariouéva pwp). [Bikmraideia, 2013]

Mop@oAoyia TwV aIOTTETOAIWY OTO PIKPOOKOTTIO aVTiIBETNG @AoNg

Me Tn xprion TOU MIKPOOKOTTIOU avTiBeTng @Aaong eivar duvati n
TTAPATAPNON QIPOTTETAAIWY O€ VWTTA TTapackeudopaTta. Me Tov TpOTTO QUTO,
TTaPATNEEITAI OTI TA AIMOTTETAANIO KATA TNV €vepyoTroinon Toug AdapBdvouv
O1000XIKA TPEIG OIOPOPETIKEG HOPPES: 1) Hop@r) Ot npedia, 2) devOPITIKA
Mopen (dendritic form), kai 3) amAwpévn poper (spread form).
1) Ta aigoTeTdANIO O nPEEWIa (Un EvepyoTTOINUEVA) €XOUV T HOPQN HWE TNV
oTTO0ia KUKAO®OpPOUV OTO aipa (circulating form) o€ @uoloAoyikéG ouvbnkes. Ta
AIOTTETAAIO €XOUV TPIodIACTATN OIOKOEION OWn ME em@aveia diATpNTN ATTO
omég. Ta dldgopa ocwpatidla  Bpiokovral  dldoTTapTa PECA  OTO
KUTTAPOTTAQO A, EVW TTAPATNEOUVTAI AKOPA KAl OTOIXEIQ ATTO TA OUO KAVOAIKA
OWANVAPIAKA OUCTAHATA (AVOIKTO KAl TTUKVO).

Eikéva 3: Mopgn Tou aiuotreraliou o€ npeuia.

2) H devdpITIKA €ival n yop@r TNV OTToia TTAiPVOUV TA QIPOTTETAAIO KATA TNV
apxIKR @Aon TNG evepyoTToinong Toug. Ta aIMOTTETAAIO XAVOUV TO BIOKOEIDES
oXAMA, apXIKA yivovtal oQAIPIKA KAl OTrn OUVEXEID €U@AVIOUV TTPOOEKBOAEG
oTNnV EMMQPAVEIA TOUG.



Eikova 4:AevOpITiKn 10p@H TOU aiuoTTETaAiou.

3) H ammAwpévn €ival n gop@r) TNV oTToia TTaipvouv Ta aIPOTTETAAIO dTav dia
Ao TIC TTPOCEKPOAEC TOUG €pBel O0€ €TTaQr) ME TN YUAAIVN ETTIQAVEIQ TNG
QVTIKEIMEVOPOPOU TTAAKAG. Ta algotreTdAia XAvouv TIG TTPOCEKBOAEG TOUG Kal
TTaipvouv TNV PHOP®A TTOAU AETTTAG MEUPPAVNG, TTOU CUVEXWG ATTAWVETAI KAl
TENIKA TTPOOKOAAGTAlI OTnNV €mM@QAvEId. Ta OCWHATIOID TWV  AIMOTTETAAIWY
OUYKEVTPWVOVTAI OTO KEVTPO TWV KUTTAPWYV HUE ATTOTEAECOUQ va TTOPATNPEITAI
KEVTPIKI aUgnon TNG TTUKVOTNTAG TOUG.

Eikéva 5: ATAwuévn popen tou aiuotreraliou.

Mop@oAoyia TwVv aIYOTTETOAIWY OTO NAEKTPOVIKO UIKPOOKOTTIO.
2T0 NAEKTPOVIKO WIKPOOKOTTIO OTA QIUOTTETAAIO DIOKPIVETAI N TTEPIPEPIKN
(peripheral) Cwvn, n &opikA (structural) Cwvn, n Cwvn Twv oOpyavuAAiwv
(organelle zone) kail Ta pepBpavikd cuoThuaTa (membranes systems).
21NV TEPIPEPIKNA Cwvn dlakpivovTal:
e O yAukokdAukag
e H peuppdvn Twv algoTreETaAiwY
e O1 uttod0XEIC TWV AIPOTTETAAIWV
21N dopikn {wvn dlakpivovTal:
e O KUTTOPOOKEAETOG
e Mikpoividia Kal JIKpoowANvapIa




21N {wvn Twv 0pYavUAAiwv diakpivovTal:

e Ta TTUKVA cwudaTia

e Ta a— Kokkia

e Ta pitoxovopia

Ta Aucoowpdaria

Kokkia yAukoyovou

Ta pyeuBpavik@d ouoTuaTta TepIAauBAavouy:
e To avoikTO KavaAiké cUoTnUa

e To TTUKVO KavaAIké cuoTnua

Organelle zone
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body
Lysosome
,Z| i Pheripheral zone
pha
granules Glycocalyx

Membrane
Membrane systems

Open canalicular
system Structural zone

Dense tubular Microtubules

system
y Submembranous
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Eikéva 6: Aoun¢ aiuorreradiou.

lepipepikn {wvn.

Eivar utetBuvn yia Tnv TPOOKOAANCN Kal TN OUCOWPEEUCNH TWV
aigoTreTaAiwy. ATroTeAeiTal ammd TOV YAUKOKAAUKQ, Tn MEWBPAvVN Kal TOUG
uttodoxeic Twv aigotreTaAiwv. O YAUKOKAGAUKOG TTEPIBAAAEI TO QIMOTTETAAIO
eCwrepikd,  éxer  maxog  10-20nm  kar  ammoTeAsiTal  Kupiwg  aTTd
YAUKOCZOUIVOYAUKAVEG Kal YAUKOTTPWTEIVEG, Ol OTTOIEG ATTOTEAOUV UTTODOXEIG yIa
OIAQOoPEC TTPWTEIVEG TTPOOKOAANONG KAl TOUG QYWVIOTEG TWV AIUOTTETAAIWY
(ADP, ©BpopBivn, Tapdyovrag Willebrand, koAAayévo, Ivwdoyovo,
QINTTPOVEKTIVN, €mmveppivn, PAF, BpouBogdvn A2, oegpotovivn, KATT) Kal
TaiCouv onUAVTIKO POAO OTIG GAANAETIOPACEIS TWV AIMOTTETOAIWY PE GAAQ
KUTTOPA 1 TO ayyelako Toixwua. Mepiéxel emtiong mapdyovteg megng (1, V, VIII,
Xl, XII), o1 oTT0i0I ATTOPPOPWVTAI OTNV ETTIPAVEIG Tou (Shattil SJ, 1981).

H pepBpdvn Twv aipgotreToNiwy €xel TTAXOG 7-9 nm Kal OpoIdlel Pe TNV
KUTTOPIKA MEMBPAvVN Twv AGA\wV KUTTApwV TOU aipatog. ATTOoTEAEl TO
QUOIKOXNMIKO OPI0 PETAEU TWV EVOOKUTTAPIWY KAl EEWKUTTAPIWY AEITOUPYIWV.
AtroteAcital atmd pia dimAooTIBAda, TTAoUCIa 0 QWOPOAITTIOIO Kal TTEPIEXEI
avTAieg avioviwv kal kaTioviwv (1m.X. Na/K — ATPdon, Ca - ATPdon)
aTTaPaiTATEG YIa TN dlaTAPNON TNG I0VTIKAG I00ppoTTiag. H pepPBpdvn eivai
QOUMMETPN Kal AaTTOTEAEITAI ATTO TPEIG OTOIBABES, OUO QWOPONITTIOIKES KAl IO



TIPWTEIVIKA TTOU BPIOKETAI AvAPECA TOUG. Ta KUPIa ouoTaTikA TNng gival Aimidia
(35%), pwreiveg (57%) kar udatavOpakes (8%), v OTNV €EWTEPIKA TNG
ETTIPAVEIQ UTTAPXEI TTABOG UTTODOXEWV.

SiapeUBpavikh SIAPENBPAVIKD

ATTOPPOPNHEVH .
YAUKOTTPWTEIVN yAUKOTTPWTEVN TTRPWTEOYAUKAV

YAUKOKAAUKOG

AITTISIKT C
STAcOTIBGSa :

KYTTAPOIMNAAZMA
SxrHa 11. Anteikdvion TNG MeUBPAVNG TwV aiuoTieTaAlnwy. O = UMoAsIpaTIiKA odkxapa,
O = oplyyouueAivn 1] poPpamSUAOXCAIVN, | = PWOPATIDOUACTEPRIVN 1] QWIPATIOUAEBavVO-
Aapuivn.

ZXAMa 2: ArTEIKOvVION TNS UEUPPAvNS Twv alyonera/\iwv.‘

Ta @wo@oAITTidIa atmoTeEAOUV TO KUPIO OOUIKO UNIKO TNG MePBPAvng Kal
atroTeAOUVTAl KUPIWG atrd @wo@aTidUAOXOAivn, @wao@aTiduloaiBavoAayivn,
OQIYYOUUEAiVN, @woeaTidUAOCEPIiVN KAl uo@aTIOUAIVOOITOAN. EEWTEPIKA, N
ANTIOIK OoTIBAda aTtroTEAEITAl KUPIWG aATTO OQIYYOMUEAiIVN, HE OUBETEPO N
apvnTikG  @opTio. Kard Tn e€vepyoTroinon TwV QIMOTTETAAIWY  apvnTIKA
QopTIOPEVA QWO@OAITTIOIO PeTaTOTTICOVTAl TTPOG TNV EEWTEPIKN ETTIPAVEIQ TNG
MeEpBPAvng, Oladikacia artrapaitnTn yia TN Onuioupyid TOU OCUCTAPATOG
TTPoBpouPIVGONG Kal TO OXNMATIOMO IVIKNG. H evrémion Twv apvnTiKa
QOPTIOPEVWY QUOPONITTIOIWY OTNV ECWTEPIKN ETTIPAVEIA TNG MENPPAvVNG, éTav
Ta QIMOTTETAAIO BpiokovTal O€ npepia, atmmoTeAei TPOTTO TTPOANWNS TNG
QVECEAEYKTNG KAl ATTPOOQPOPNG evepyoTToinong Tng 1TmMeEng (Gresele P, 2002,
Bevers EM, 1984).

Y1T0d0XEIC QIUOTTETAAIWY

Ta aipgotretdAia  Traidouv Bacikdé poAo oTtnv  aiudéoTtacn. ApxiKa
ouVvOEOVTal PE TA OTOIXEIO TNG UTTEVOOBNAIOKNG OTIBAdAG KAl OTN CUVEXEID TO
KUKAOQOpOUVTa aIPOoTTETAAIO oUuOOWpPEUOVTal €TTAVW OTTd TN oTIRGda Twv
TIPOOKOAANUEVWY  OTO  ayyeio  QIYOTTETOAIWY  Kal  oxnuaTtiouv  Tov
aigotreTaAloKO  OpdpPBo  (apxik aipoéoTtacn). EmirAéov 1o aigoTTeTAAI
eUTTAéKOVTAl O éva TTANBOG QUOIOAOYIKWY Kal TTaBoAOYIKWY BIEPYATIWY,
OTTWG N @Agypovr), n  avTIMIKPOBIOK AUUvVa, N avooopubuion, n
VEOTTAQOMATIKA aVATITUEN KAl O WNXOVIOPOG MPETAOTACEWV. ATTapaitnTn
TPOUTTO0eon yia TIGC OIAPOPEC ALITOUPYIEC TwV QIMOTTETOAIWY ATTOTEAEI N
utTapén utrodoxéwv oTnv em@avela Toug. O1 uTTodoXEIC auToi gival €10IKOi yIa
O14@OPOUG aywVIOTEG KOl OUYKEKPIUEVOUG OUVOETEG (ligands) kal PTTopouv va
oéxovtal epeBioupara atrd 10 e€wTePIKO TTEPIBAAANOV Kal va Ta diaBiBalouv oTo
E0WTEPIKO TOU KUTTApou Kai avTiBeta (Beutler E, 2001). MNa tnv ovopaoia Twv
UTTOOOXEWV TWV QIMOTTETOAIWY, TTOAAG CUCTAPOTA OvopaToAoyiag E£xouv
xpnoigotroinBei. ‘Eva amd ta 1o diadedouéva eival autd TTou oTnpilel Tnv
OVOMOOia TOUG OTNV  NAEKTPOQOPNTIKA  TOUG  KivATIKOTNTO  O€¢  gel
TTOAUOKPUAQMIONG. ZTNV NAEKTPOPOPNON, TTPWTEIVEG PE MIKPOTEPO HOPIAKO
Bdapog kivouvTal ypnyopdtepa amd  autéG  PE  uywnAotepo. ‘ETol, ol
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YAukoTTpwrTeiveg Xapaktnpiotnkav wg |, I, 1, k.A.11 pe mTpwtn TNV GPI, n
OTTOIa £XEI KOI TO HEYAAUTEPO POopPIaKS BAPOG.

Me Tnv augnon NG OIOKPITIKAG IKAVOTATAG TNG NAEKTPOPOPNTIKNAG MEBGDOU,
avayvwpioTnkav emTTAéov TTpwTEiveg oTn Cwvn TG GPI, pe TN popen un
OMOIOTTOAIKWYV (noncovalent) CUUTTAEYNATWY, £T01 WOTE KABE CUUTTAEYMO TWV
yAukotTpwrteivwv Ib-IX, Ic-lla kai lib-lla, va Bewpeital wg pia eviaia TTpwTeivn.
EmmAéov opiopévol uttodoxeig EAaBav To dvopa Toug atrd TNV €18IKOTNTA KAl
TN A&iIToupyia Tnv otroia €mMTEAOUV, OTTWG Ol UTTODOXEIC TNG PITPOVEKTIVNG KAl
NG @iuTTpovekTivng (Phillips DR, 1997).

ANa cuoTAuata ovopartoAdoyiag, 6mmwg 10 VLA (Very Late Antigens),
AauBdavouv uttéyn Toug TO YEYOVOGS OTI OPICPEVOI UTTOOOXEIG AVEUPIOKOVTAI KOl
oe AGA\a  KUTTOpQ, HE TrpoUTTApxouca ndn OIaPOPETIK ovopacia. H
ovopaToAoyia QUTA OUWG Oev €XEl ETTIKPATAOEI KAl OEV XPNOIMOTTOIEITAI VIO
Toug uttodoxEic Twv aigoTreTaliwy (Hoffman R, 2000).

2AMEPA Ol UTTOOOXEIC TWV QIPOTTETOAIWVY TagIvopouvTal , avaloya PE Tn
MopIaKr) OOuR TOUG, Ot TECOEPIC KUPIWG KATNYOPIES, TIC IVIEYKPIVEG, TOUG
YAUKOTTPWTEIVIKOUG  UTTOOOXEIG ME aAAnAouxieg auIivoEwv TTAoUCIEG OF
AEUKiVN, TIC OEAEKTIVEG KOl TOUG UTTOBOXEIG TTOU OGVAKOUV OTH YOVISIOKA
UTTEPOIKOYEVEIN TWV AVOCOT@PUIPIVWV.

Epinephrine
l Platelet

a2A Platelet aggregation
/_\ GPHb/INa
Thromblni $

@ GPIIb/lla > 4 y v
(clIbfi3) T

- oum

.........

GPIb- IXV

TPa

GPIb-IX-V a2fl
PVI
)4 g P2Y1

von Willebrand factor U D “

Collagen
9 Lars Faxalv &

Platelet adhesion receptors Knut Falker

Eikova 7: Yrmodoxéwv Twv aiuorreraliwv

IVTEVKPIVEC
O1 vreykpiveg eivar  OlapeuBpavikd  YAUKOTTPWTEIVIKA €TEPOBIUEPN

OUPTTAEyHOTO TO OTToiIO AatToTEAOUVTAI ATTO Hia a Kal pia B TTOAUTTETITIOIKA
aAucida. O1 aAucideg auTég KWAIKOTTOIOUVTAl ATTO dIAQOPETIKA yovidia. Tpeig
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MEICOVEG OMABEG IVIEYKPIVWV €XOuV avayvwploTei: n B1, n B2 kai n B3,
avaAoya pe 1o €idog NG B aAuacidag Tnv oTToia PEPOUV.

Ta algotreTadAia ek@pAalouv £€1 TOUAAXIOTOV DIAPOPETIKES IVTEYKPIVEG, (allbB3
n GPllb-llla, aVB3, a2p1, a5p1, a6B1 kai aLB2) kabepid atrd TIG OTTOIEG £XEI
OIOQOPETIKA €1I0IKOTNTA KAl MUTTOPEI va OouvdeBei  Pe pia i TTEPIOCOOTEPEG
OIaQOPETIKEG TTPOOKOAANTIKEG oucieg (Hynes RO, 1992). Or IvTeykpiveg ivai
OITTAOI UTTOBOXEIG APOU TO EGWKUTTAPIO TUAHA TOUG €ival UTTOOOXEAG CUVOETWV
TNG €CWKUTTAPIAG ouciag evw TO €VOOKUTTAPIO TPAMA €ival UTTOBOXEQG
TPWTEIVWYV TOU KUTTAPOTTAGouatoG. O KupldTeEPOG UTTOdOXEQG  €ival TO
oUPTTAEYHa Twv YAukoTTpwTteivwyv llb-1lla. (Ginsberg MH, 1993, Parise LV,
1989).
allbB3 (GPllb-llla) rj urrodoxéag Ivwdoyovou

O1 duo moAutreTmidIkéEG aAucideg allb kar B3 Tou umrodoxéa allbB3
(GPlIb-1lla) ouvTiBeTal OTA PEYOKOPUOKUTTAPA KAl KWOIKOTTOIOUVTAl ATTO
OIaQOPETIKA yovidla, oTo Xpwuoowua 17 (Phillps DR, 1988). AtmoteAsi Tov
TTOAUTTANBEOTEPO UTTOOOXEQ TNG MEMPBPAvNG, pe 80.000 €wg 100.000 popia /
Mn evepyoTToINUEVO alpoTTETANIO. ‘Evag emmimtAéov apiBudg, TTou KUpaiveTal atro
20.000 pe 40.000, Bpioketal 0T MEMPPAVN TWV A-KOKKiWV, OTO TTUKVO KOl
QVOIKTO KaVOAIKO ouoTnua. Me Tnv evepyoTroinon Twv QIMOTTETAAIWY, Ol
eowTtepikoi GPlIb-llla utrodoxeic, eEwTepikeUovTal Kal yivovTal PEPOG TWV
UTTOO0XEWV TNG KUTTAPIKAG MEPBPAvNG.

O utrodoxéag GPlIb-llla ptTopei va peTa@EPEl OAUOTA EVTOG KOl EKTOG TOU
aigoTreToNiou, META atmd aAAnAeTidpacn HE OIAPOPEG EVOOKUTTAPIEG KOl
OlaPEUBPAVIKEG TTPWTEIVEG, OTTWGS N O —aKTivn Kal N puocivn. O KupldTEPOG
ouvdéTng TG GPIIb-llla cival 70 Ivwdoyovo. Ze OUVONKEG NnPEMIOG Ta HNn
EVEPYOTTOINUEVA  QIMOTTETAAID  @QE€pouv  OTNV  €MIQPAVEIX  TOUG  UN
EVEPYOTTOINUEVOUG UTTODOXEIG, OI OTToiol gV PTTOPOUV VA ouvdeBouv uE TO
OI0AUTO IVWdOYOVo Tou TTAAOHATOG. H evepyoTToinon OUWG TWV AIMOTTETAAIWY,
TIPOKOAEI Taxeieg OOMIKEG METABOAEG TOU UTTOOOXEA, ME QTTOTEAECHA TNV
atmmok@Auywn Béocewv uWnANG ouyyévelag yia To Ivwdoyovo Kal Tn dnuioupyia
TTOAU I0XUPWYV OUVOECEWY Kal PE TN OIaAUTH Tou Pop®r. To Ivwdoyovo dev
Taifel yovo 10 POAO YEQUPAG METAEU Twv algoTTeETaAiwyY, OTn @Acn TNG
oucoWwpPEUONG Toug, OAANG TTpoKaAei Kal Tn peTaBiBaon onudtwy atmmo TO
eEWTEPIKO OTO €OWTEPIKO TTEPIBAAAOV TOU KUTTAPOU, PECW AAANA0BIadOXwV
PWOPOPUANIWOEWY, Ol OTToieG TEAIKG odnyouv o0& OAAAYEG TOU KUTTOPIKOU
OKEAETOU.

EkT16¢ a1md 10 Ivwdoyovo kal AANEG oucieg atroTeAoUV, o€ HIKPOTEPO PBaBud,
ouvdETeg Tou uttodoxéa GPIIb-1lla, otTmwg cival o mmapayovrag Willebrand, n
QINTTPOVEKTIVN, N PITpovekTivn Kai n BpouBoctrovdivn. H Trapoucia Tou
uttodoxéa oTn MEMPBPAVN TwV CQIMOTTETOAIWY QVIXVEUETAI PE TN XPAON Twv
EIBIKWV JOVOKAWVIKWV avTiowpdatwy CD61 yia Tig B aAucideg kai CD41 yia Tig
a aAuoideg (Parise LV, 1985, Weisel JW, 1992).

B1-IvTeyKPIVES TWV QiuOTTETAAIWV

Ta aigotretdAia  OlaBETOoUV  TPEIC B1-IVTEYKPIVEG, OI OTToiEC  €ival
UTTEUBUVEG YIO TNV TTPOOKOAANGCHN Twv aAIJOTTETOAIWY OTO €vOOBAAIO TWV
ayyeiwv. O1 utrodoxeic autoi €ival Ta cupmAéyupata: a2B1 (Gpla-lla) 1
uttodoxéag Tou  KoAAaydévou, aS5B1  (GPlc-lla) 1 utmodoxéag TNng
@IuTTPOveKTivnG Kai a6B1 (GPlc-lla) 1 utrodoxéag TnG Aapivivng. H ouvdeon
Tou KOAAaydévou pe Tov uttodoxéa GPla-lla, otnv tepioxh TG £vOoONAIOKAG
BAGBNG, TTPOKAAEI HETADOOTN ONUATWY OTO ECWTEPIKO TOU KUTTAPOU, TA OTTOIa
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EVEPYOTTOIOUV TN @Wo@oAITTdon kal Toug Gplib-llla uttodoxeig, pe amoTéAeoua
TNV evepyotroinon Twv algotreTaliwv. O1 B1-Ivieykpiveg eAéyxovral pe TA
MovOKAwVIKA avTiowuata CD49b, CD49c, yia Ta TuAparta la kal Ic avrioToixa
Kal e 1o avriowua CD29 yia 1o TuAua lla (Ruoslahti E, 1988, Piotrowicz RS,
1988, Poncz M, 1987).

aVB3 urrodoxéag n urmrodoxéag BitpovekTtivng (Vitronectin receptor)

O utrodoxéag aVPR3 epgaviel yeyadAn ouoldTNTA UE TO YAUKOTTPWTEIVIKO
oupTtTAeyua llb-1lla. H B3 aAucida Tou, gival evreAwg opoia pe mn B aAucida tng
GPlIb-llla evw n aV utroopdda, cival idla pe Tnv GPllIb og 000016 36%.
MeTagu Twv dU0 auTwV UTTOBOXEWY OPWG, UTTAPXEI MIO onuavTiKh dlagopd, n
OTTOIO OXETICETAI PE TNV TTUKVOTNTA TOUG OTNV ETTIQAVEIA TWV AIJOTTETAAIWV.
‘Etol, evw n GPllb-llla atroteAei 1oV TTOAUTTANBEOTEPO UTTOdOXEQ TNG
MEMBPAvVNG, n To00TATA TOU UTtodoxéa aVP3 oTnv  EME@AVEId  TwV
algotreTaAiwy €ival PoAig 50 €wg 100 popia. Kupiog ouvdETNG TOU UTTOOOXEN
gival n PITpovekTivr, PECW TNG OTIOIAG TA EVEPYOTTOINUEVA  QIPOTTETAAIO
TTPOoOKOAAWVTaI oTnVv uttevdoBnAiakr ayyelokh oTiBada (Fitzgerald LA, 1987).
O utrodoxéag autdg aAANAETIOPA ETTIONG KAl E TO IVWOOYHOVO, ToV TTapdyovTa
Willebrand kai Tn BpoupBootrovdivn Kal aveupiokeTal Kal o€ GAAQ, TTANV Twv
aigoTreTaNiwy, KUTTOpa. EKTO6¢ ammd Tnv TTPOOKOAANCH TWV AIYOTTETAAIWY,
TIPOAYEI ETTIONG KAI TO INXAVIOUO TNG AYYEIOYEVEONG, TNG ATTOTITWONG KAl TOU
TTOAOTTAQCIQOPOU TWV KUTTAPWY TIOU TOV eK@pAlouv. H Trapoucia Tou
uttodoxéa aVP3 eAEyxeTal PE TR XPAON TWV HOVOKAWVIKWY AVTICWHUATWYV
CD51 ka1 CD61 yia Ta TuAuata aV kai 3, avriotoixa (Lam SC, 1988).
CAUKOTTPWTEIVIKOI UTTODOXEIC e aAAnAouxieC auIvotEéwv TTAOUCIEG O€ AEUKivVN
(Leucine-Rich Repeat Glycoprotein Receptor)

Ta aiyotmetdAia diaBéTouv oTnVv €mME@AVEIQ TOUG OUO CUMTTAEyPaTa
YAUKOTTPWTEIVWYV, TA OTTOI0 XapaKTnpifovTal atrd TNV TTapoucdia aAAnAouxiwv
auIvoEEwv TTAOUCIWY 0€ Agukivn 0TO pOpIo Toug. O1 uTTOdOXEIG auToi gival To
OUPTTAEYHA TNG YAUKOTTPWTEIVNG Ib-V-IX Kal n yAukoTtTpwreivn IV.

GPIb-V-IX

To YAUKOTTPWTEIVIKO oUPTTAeyua Ib-V-IX gival €101kdG UTTOdOXEQS VIO
TNV TPdéadeon Tou Tapdayovra Willebrand kai trailel Kevipikd poAo oTnv
TIPOOKOAANCN TWV QIMOTTETAAIWY OTIG iveg KOAAayOvou TngG utrevdoBnAIakng
oTIBAdAC, aKOUN Kal o€ ouvlnKeg uWNAARG dIATUNTIKAG TAONG, TTOU ETTIKPATOUV
otnv aptnpiokl KukAogopia. Kdabe uttodox€ag atroTeAEi CUUTTAEYHO TWV
TE00ApwV uttoopadwyv, GPIba, GPIbB, GPV kai GPIX o1 otroieg ouvdéovTal
METAEU TOUG HE OIOOUAQIBIKOUG dECUOUG, KWwOIKOTTOIOUVTAl ATTO OIaPOPETIKA
yovidla Kal EAEyxovTal JE Ta HOVOKAWVIKA avTiowuata CD42b, CD42c¢, CD42d
kal CD42a avtioTtoixa (Lopez JA, 1994, Andrew RK, 1999).

GPIV

H Troootikn ékppacn Tng GPIV oTnv em@Aveia Twv algoTTETaAiWY
TTOIKIAAEI Kal eKTIATAI OTI KATA HECO Opo ekppalovTal TrepiTrou 20.000 popia /
aigoTTeTANIO. EKTOG a1md Ta QIhOTTETAAIO aveupioKeTal Kal o€ GAAa KUTTAPQ,
OTTWG Ta MaKpo@aya, Ta evdobnAiakd KUTTapA, Ta MUIKA KUTTOPA Kal Ta
AiTokuTTapa. O uttodoxéag GPIV cuvdéstal pe TN BpopBooTrovdivn Kal To
KOAAQYOVO Kal aviXVEUETAl E TO JOVOKAWVIKO avTiowua CD36. Méxpl onuepa
n onpacia m¢ YAUKOTTPWTEIVNG AUTHAG TTOPAPEVEl aoa@ng Kal @aiveTal OTl
aoBeveic ue KAnpovopikr) EAAeipn TnG dev TTapouaidlouv aigoppayikn didbeon
(Daviet L, 1996).
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2 ENEKTIVEG
O1 oeAexTiveg €ival QOUUMETPEG MEUPPAVIKES YAUKOTTPWTEIVEG Ol OTTOIEG

MECOAABOUV OTIG AVTIOPATEIG TWV AEUKWY QIJOCQAIPIWY YE TA AIJOTTETAAIO KAl
TO TOiXWHO Twv ayyeiwv. MExpl onuepa €xouv TrEPIYPAPEI TPEIG TUTTOI
oelekTivwy, n L-oehektivi (LCAM-Leucocyte Cell Adhesion Molecule), n E-
oelekTivn (ECAM- Endothelial Cell Adhesion Molecule) kai n P-ogAekTivn
(PCAM-Platelet Cell Adhesion Molecule 1 GMP140).
P —oeAekTivn

H P -ogAekTivn dev eKQPACETAl OTNV ETTIQAVEIQ TWV AIMOTTETOAIWY OAAG
EVTOTTIETQI OTA A-CWHATIOIA TwV algoTTeETaAiwWY Kal ota cwudTtia Weibel-
Palade Twv &vdoBnAIOKWV KUTTApWV. Katd Tnv evepyoTroinon Twv
aigoTreTONiWY, META ammd Tnv E£midpacn dla@opwv dleyeptwy (BpouBivn,
IOTApivn), TTPOKAAEiTal Taxeia atmeAeuBépwon TNG P -oeAekTivng amo T1a a-
KOKKia Kal €K@pacn TnGg oOTnV ETMQAVEIA TwWV KUTTApwyv. Katd péoo 6po
ekppacovtal Trepitrou 13.000 popia oTnv €TTIQAVEIA KABE eveEPYOTTOINKEVOU
aipotreTaliou (McEver RP, 1989). H P-ogAexTivn ouvdeduevn PE TO OUVOETN
PSGL -1, mrpodyel TNV TTPOCKOAANCT TV AEUKOKUTTAPWYV (OUBETEPOPIAWV Kal
MOVOKUTTAPWY) KAl TWV QIJOTTETAAiwWY OTa evepyoTroinuéva  evooBnAiakd
KUTTOPpA, KOBWwg Kal TNV AAAnAeTTidopacn METOEU  QIUOTTETAAIWV  —
AeUKOKUTTApwWY. Me TIGC OIEPYATIEC QUTEG EVEPYOTIOIEITAI O MNXAVIOWOG
AINOOTAONG BEDOUEVOU OTI KATA TNV EVEPYOTTOINON KUPIWG TWV JOVOKUTTAPWY
atmeAeuBepwveTal 10TIKA  BpopBotTAacTivn, TTapdyovrag Pacikog yia Tnv
TTUPOdOTNON TNG €Ewyevoug odou Tng TNENG. H Trapoucia P-oeAekTivng
ENEYXETAI ME TN XPNONn Tou E€I0IKOU MPOVOKAwWVIKOU avTiowpatog CD62P,
augnuévn Eékepacn TnG oOTroiag atroTeAei  O€ikTn  evepyoTToinonNg TWV
aigotreTaAiwy (Geng JG, 1990).
CovidiaKA UTTEPOIKOYEVEID TWV avoooo@aipivwyv (Immunoglobulin Gene
Superfamily, IgSF)

2TOUG UTTOOOXEIC TNG UTTEPOIKOYEVEIONG TWV OAVOCOO@AIPIVWV
avrikouv: o uttodoxéag PECAM-1, o uttodoxéag ICAM-2, n GPVI kai o1 Fc
UTTOOOXEIC TWwV AIYOTTETAAIWY. To HOPIO TWV UTTOOOXEWV QUTWV  EXEI
ETTAVAAQUPAVOUEVES TTEPIOXES AVTIOTOIXEG ME AUTEG TWV AVOCOTPAIPIVWV.
PECAM-1 (Platelet-Endothelial Cell Adhesion Molecule-1 4 CD31)

Eival pia diapepBpavikry YAUKOTTPWTEIVN, N OTToia EKTOG OTTO TA AIUOTTETAAIO
Kal Ta evOoONnAIoKG KUTTOPA, AVEUPIOKETAI ETTIONG KAl OTA OUBETEPOPIAA, OTA
MOVOKUTTOPO Kal oTa  Aep@okuttapa. Paivetar 611 maifel pdAo  oTnv
TTPOOKOAANCN TwV aIJOTTETOAIWY OTNV UTTEVO0BNAIakr oTIBAda KabBwg Kai
otnVv aAAnAeTTidpaon Twv aipgoTTeTaAiwy Pe Ta AcukokuTTapa. O utrodoxEag
eEAEYXETAI PE TO JOVOKAWVIKG avTiowua CD31 (Varon D et al, 1998).

ICAM-2 (Intra-Cellular Adhesion Molecule-2 rj CD102)

Mepitrou 2600 popia Tou uttodoxéa Ppiokovral dIACTIAPTA OTNV ETMIQPAVEIQ
TWV aIhoTTETOAIWY aAAG Kkai oTn PEPBPAvn Tou avoikToU owAnvapiakou
ouoThuatog. H onuacia Tou uttodoxéa ICAM-2 dev  €xel  ammOAuTa
OIEUKPIVIOTEI, QaiveTal OpwS OTI TTailel KaBoPIOTIKO POAO 0TNV aAANAETTIOpacn
TWV QIMOTTETOANIWV pE Ta Aeukd aigoo@aipia. O uttodoxEag eAEYXETAI PE TO
MOVOKAWVIKO avtiowua CD102 (Diacovo TG, 1994).

Ymrodoxéag GPVI

Eival pia diapepBpavikr) Tpwrteivn 316 auivoEéwy, To ECWTEPIKO TUAUA TNG
otroiag ouvdéetal pe TV FCRy aAucida. AtroteAei évav  amd  TOug
ONPAVTIKOTEPOUG UTTODOXEIG yIa TO KOAAQyOVo.
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Fc uttodoxEiC TwV aIYOTTETOANIWY

Ta aigomrerdhia diabétouv €va Fc utrodoxéa, Tov FcyRlla, o otroiog
MeooOAaBei OoTnV €vepyoTToinOon TWV AIYOTTETOAIWY, OTAV QUTA €KkTEBOUV OF€
OVOOOOUUTTAEYUOTA 1 AUTOAVTIOCWHATA, TA OTIOId OTPEQPOVTAI KATA TwV
TPWTEIVWV TNG MEPPPAvNG Toug. O FcyRIlla gutTAékeTal €TTIONG KAl OTN
Aeiroupyia GAwv uttodoxEwyv, OTTWG Tou CUPTTAEypaTog GPIb-1X-V kal TnG
IVTEYKPIVNG aypPBs. EIOIKOTEPA, N OUVOEON TOU UTTOdOXEA HE TNV IVTEYKPIVN
GPIlIb-llla TTpoKaAEi TN METAPOPA ONUATWY TIPOG TO EOWTEPIKO TOU
QIJOTTETAAIOU, OTAV N €VEPYOTTOINMEVN IVTEYKPIVN OUuvOEeBEl e TO TTapAyovTa
Willebrand 1} 1o ivwdoyévo. Ta orjuara autd gival amapaitnTa yia Tn €KKpIon
TOU TTEPIEXOMEVOU TWV KOKKiWV Kal Trp OUCTOAR Tou BpduBou (Boylan B, Gao
C, Rathore V, et al.,2008.)
YT1rodoxeig 6poufivng

H Bpoppivn, ek16¢ amd Eviuuo TTOU KATEXEI KEVTPIKO POAO OTO PNXavIouO
aIuoéoTaONG, €ival Kal 10XUPOG €VOOYEVIG AYWVIOTAG TWV alYoTTETaAIiWY. H
0pdon Tng Opoufivng oTa aigoTTETAAIA  TTPAyUATOTTOIEITAI PYEOW  OUO
UTTO00XEWV, OI oTToiol ouvdéovTal Pe TIG G TTpwrTeEives. Mpodkeral yia Tou
uttodoxeic PAR -1 (Protease Activated Receptor -1) ka1 PAR -4 (Protease
Activated Receptor -4). Kard Tnv €vepyoTToinon Twv UTTOOOXEWV QUTWV,
apXIKA YiveTal TTPWTEOAUTIKA Ol1A0TTAON TNG APIVOTEAIKAG TTEPIOXNAG TOU
UTTOO0XEQ KAl OTN OUVEXEID, N avadIATagn TOU JOPIoU TOU UTTODOXEQ ETTITPETTEI
TN ouUvdeon Twv UTTodoxéwv MPeE Tn Bpoufivn. Me Tn ouvdeon auth
METOQEPOVTAl PnvUpara Tpog TIG G12/18 TpwTeiveg, ME  ATTOTEAECUQ
OPAMNATIKEG METAROAEG TOU OXAMOTOG TWV AIMOTTETOAIWY, ME TN dnuIoupyia
WeudoTrodiwv Kal puBPIon TNG €KKPIONG TOU TTEPIEXOUEVOU TWV TTUKVWV
Kokkiwv (Offermanns S,et al. 1997). H evepyorroinon emions twv Gq
TPWTEIVWV TTPOKOAEI evepyoTtToinon TS ewo@oAimaong CB (PLCB) Taxeia
aug¢non TNG OUYKEVTPWONG TOU €VOOKUTTAPOTTAQOMATIKOU aOoRECTIOU Kal
EVEPYOTTOINON TWV UTTOd0XEWV Ivwdoyovou GP lIb/llla (Covic L,et al, 2000.).
Ymrodoxeic ADP

H ouykévipwon Twv QIJOTTIETAAIWY OTO Onueio TNG ayyelakns BAABNG
eCapTdral onuavtikd kar aommd TN Opdon AUTOKPIVWV 1 TTAPAKPIVWV
TTapayoviwy Otrwg, n Bpoppogdavn A2 (TXA2) kai To ADP. H dpdon Tou ADP
OoTa AIJOTTIETAANIA TTPAYMATOTIOIEITAI PEOW TwWV UTTOdOXEWV Tou P2Y1 Kai
P2Y12, Ol OTIoi0lI  TTPOKOAOUV TV €VOOKUTTAPIA EVEPYOTTOINON TNG
Qwo@oANITTaong CB kai TNV avacToAn TnNG 6pacTIKOTNTAS TNG AdEVUAKUKAGGONG,
dlepyaocieg KABOPIOTIKEG yia Tnv TTPOOKOAANCN Kol OUCCWPEEUCN TWV
aigotreTaAiwv (Gachet C,. 2001).
Aouikn {wvn

H dopikr {wvn kaAeital kal wvn sol — gel emeidn Bpioketal oe diaAuTr (sol)
@aon N eaon yéAng avaloya pe TIG PETABOAEG TTOAUUEPICHOU TWV HIKOIVIBIWV
okTivng. O KUTTOPOOKEAETOG (cytoskeleton) Twv aipoTTETOAIWY) ATTOTEAEITOI
ammd TNV TTEPIPEPIK OE0UN Twv HIKpoowAnvapiwv (marginal bundle of
microtubules), n otoia avamTUooeTal akPIBWS KATW aTTO TNV UTTOPEPPBPAVIKA
TEPIOXN, MIKPOIVidla (~5nm) akTivng Kal puooivng Kal TIG TTPWTEIVEG TTOU
ouvdéovTal PE Ta IVIdIa aKTivng, OTTWG N a-akTivn, n BIVKOUAivn, n TaAivn, n
OTTEKTPIVN Kal N TpoTTopuoacivn (Hartwig JH, 1991).

H 1TepIepIkr d€0UN PIKPOOWANVARIiwV atroTeAEiTal atrd 8 pe 10 cwAnvapia,
dlapéTpou 20-25nm, Ta oTroia BpiokovTtal o€ oTTelIpoeIdn didTagn KaTtw atd Tnv
KUTTOPIKy  MEPPBPAvn  TOou  aigoTreTaAiou.  AopikO  OUCTOTIKO  TWV
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MIKPOOWANVApiwV autwyv gival n TTPwTEivn ToupTtTouAivn (tubulin), n oTroia
UTTApXEl ME TN MOPYN a Kal [ POvVOouEPWY, Ta OToia ouvdudlovtal o€
MIKpoowANvaplakd TToAupepr). H TTepIQePIK) OECUN MIKPOCWANVapiwy Eival
aTrapaiTnTn yia TN dIaTAPNON Tou OIOKOEIOOUG OXNUATOG TWV QINOTTETAAIWY
oTn @daon npepiag (Shetz MP, 1996).

H akTivn 1ToAupepieTal, KUpiwg KATa TNV TTPOOKOAANCON Kal €vEPyOTTOiNON
TWV QIMOTTETOAIWY Kal oXnaTicel vnuaria. H puoaoivn oxnuarticel mriong 1vidia
META aTTd aAAnAeTTidpaon pe Ta Ividia akTivng Kal Ta Yopla NG a-akTivng. Ol
METOBOAEG OTIG TTPWTEIVEG QUTEG, 0€ ouvduaoud e Tnv avadlopydvwaon Tng
TTEPIPEPIKAG BETUNG MIKPOOWANVAPIWY TOUPTTOUAIVNG, TTPOKAAOUV  PETAPBOARA
TOU OXNMATOG TWV AIYOTTETAAIWY, ATTO AUPIKUPTO DICKOEIDEG OE OQPAIPIKO ME
TautOxpovn TIPOOEKPBOA weudotrodiwv. ETITAéOoV, OTO €0WTEPIKO TOU
KUTTAPOU, TTaPATNPEITAI KIVATOTTOINON KOl KEVTPIKA OCUCCWPEUON TWV KOKKiWwV
TOU KUTTAPOTTAAOUATOG Kal TEAIKG atreAeuBEpwan Tou Trepiexouévou Toug. Ol
OlEPYAOiEg AUTEG YivovTal PE KATAVAAWOT EVEPYEIOG N OTTOIA TTPOEPXETAI ATTO
TNV udpOAucn Tou ATP (Nachmias VT, 1999, Hartwig JH, 1999).

Zwvn Twv opyavuAliwv

H Cwvn autr] BpiokeTal OTO KEVTPO TWV QIMOTTETAAIWY KAl QTTOTEAEITAI ATTO
MITOXOVOPIA, UTTEPOLEICWHATA, TTUKVA CWUATIA, O — KOKKia, AUCOCWUATIa Kal
KOKKia YAUKOYOVOU.

Ta mAéov TTOAUGPIBUO KoKKia cival Ta a-kokkia (50 — 80 /aipgoTreTdAIo),
dlapéTpou ~300 — 500nm. To TTEPIEXOPEVO TWV O-KOKKiWV ATTEAEUBEPWVETAI
KATA TN JIGPKEIQ EVEPYOTTOINONG TWV QIMOTTETAAIWY OTA ONUEIQ TNG AYYEIOKAG
BAGBNG kai yia 10 Adyo autd Ta a -KOkkia Trai(ouv onuavtikd poAo OTn
OUCOWPEUON TWV AIJOTTETAAIWY KAl OTO PNXOVIOPO TIHENG TOU aipatog aAAG
Kal oTn @Aeyudovr}, TNV €TTOUAWON TPAUUATWY Kal OTn Traboyévela NG
aBnpookAipwong.

Ta a-KOKKia TTEPIEXOUV:

e TIpwTEiveG TTPOOKOAANONG (Ivwdoyovo, Tapdyoviag von Willebrand,

BpoupoaTtrovdivn)

e TTpwTEiveEG TOU TTAACOuaToG (IgG, aABoupivn)

augnTikoug Trapdyovteg (B-6popBoyAoBoulivn, Platelet Derived Growth
Factor — PDGF, Transforming Growth Factor  —TGFp)

TTapdyovteg TTHENG (TTapdyovTtag V)

TTpwTedoES (MeETaAOTTPWTEACEGC MMP2, MMP9)

QVAOTOAEIG TTPWTEACWY (02-JaKpOoo@aIpivh, a2-avTITTAacyivn),
ayyeloyeveTikoug Trapayovteg (Vascular Endothellial Growth Factor —
VEGF, ayyeloyevivn)

e AVTIOYYEIOYEVETIKOUG TTapdyovTeg (PF4, ayyeiooTaTivn)

e uTTOdOXEIG KaI avTiyova TnG peuBpdvn (P-oeAexTivn, GPIIb/111a)

Mepikoi a1rd TOug TTaPAYOVTEG auToUG TTAPAYOoVTal OTA PEYOKAPUOKUTTOPA
EVW AAAoI atroBnkevovtal OTa O —KOKKia META aTmmd e€vOOKUTTWON OTTd TA
aigotreTdAia (Harison P, 1993, Whiteheart SW, 2001)

Ta 1mukvd ) &-kokkia (dense bodies) eival pikpd kokkia, diauétpou 250
nMmM, T OTTOIO OTO NAEKTPOVIKO MIKPOOKOTTIO €XOUV XOPAKTNPIOTIKI TTUKV
eEJ@avion. AtmoteAoUv Tnv amoBrikn ouciwv Tou Trailouv poAo  oTnVv
ayyeiouoTracn Kal TNV TTPOOKOAANCN TwV AIJOTTETAAIWY, OTTWG: oEpPOTOVivn,
IoTapivn, 16vra aoPBeotiou, ATP, ADP. H peuBpdvn Twv TTUKVWV KOKKiWV
TTEPIEXEI €TTIONG YAUKOTTPWTEIVEG OTTWG N P —oeAekTivn, o GPIIb/llla kal o
GPIb/IX (McNicol A, 1999).
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Ta Aucoowpata (lysosomes) 1] A-kokkia Oev  gu@avifouv 101aiTEPA
MOP@OAOYIKA yVwpiopaTta Kal €101 n dIAKPION TOUG OTTO T TTUKVA KOKKIa gival
duoxepng. lMepiéxouv  UdPOAUTIKA  évCupa (B —egoCauividacn, PB-
yAukoupoviddaorn, B —yaAaKTooI10A0N, KOBEWIVEG), TA OTTOIO EKKPIVOVTAIl KATA TN
OIAPKEID TNG EVEPYOTTOINONG TWV AIYOTTETAAIWVY Kal TTPOKAAOUV dIdoTTacn
OUCIWYV, Ol OTIOIEC TTPOCAAMBAvVOVTAl PE QAYOKUTTAPWON A TTIVOKUTTAPWON
(Bentfeld-Barker ME, 1982).

KdaBe aipotreTdAIo TTEPIEXEN TTEPITTOU 7 UITOXOVOPIa (mitochondria), Ta oTToia
aTTOTEAOUV XWPOUG atToBAKEUONG AOBECTIOU KAl TTAPEXOUV EVEPYEIA VIO TIG
O1a@opEeG BIOXNMIKES avTIOPAOTEIG.

Ta utrgpoeiowpara (peroxisomes) eival TTOAU PIKpA opyavidla Ta oTroia
TTePIEXOUV €viupa, OTTWG n KataAdon, Ta oTtroia dla0TToUV HE 0o&gidwaon
opyavikd uopla TTapAyovtag UTTEPOEEIDIO TOU UdPOYyOVoU, TO OTTOI0 TEAIKA
dlaoTrdtal o€ ofuyovo Kal VEPO. ZUMMPETEXOUV E£TTIONG OTn OUvVOeEon Twv
QWOQONITTISIWY Kal 0T TO peTaBoAiopd Twv Aimdiwv (Van Den BH, 1996).

Ta aigotreTdAia TrEPIEXOUV €TTiIONG piBocwuaTta Kal ayyeAio@opo RNA kai
KOKKiO YAUKOYOVOU, Ta OTToia aTToTeEAOUV TTNYN EVEPYEIOG, ATTAPAITNTN YIA TO
METABOAIOHUO TOUG.

MeuBpavika ouorjuara

H pepBpavikn {wvn mrepIAapBavel dUo TUTTOG KAVAAIKWY CUCTNUATWY.

To avolkT kKavaAiko ouotnua (Surface Connected Open Canalicular System -
OCS) artroteAei  dicioduon TnNG TTAACUATOKUTTAPIKAG  MEMPPAVNG  TWV
QIYOTTETOAIWY OTO KUTTAPOTTAAOUA. TO oUOTNUQO auTd ETTEKTEIVETAI O OAO TO
KUTTOPOTTAQOUO KAl ETTIKOIVWVEI PE TNV €CWTEPIKN ETMIQEAVEIQ TOU KUTTAPOU.
NAeitoupyei WG aywyodg HETAEU TOU EOWTEPIKOU KOl TOU  €EWTEPIKOU
TEPIBAAAOVTOG TWV QIPOTTETAAIWY HETAPEPOVTAG OUCIEC ATTO KAl TTPOG TO
KUTTapo. EmmmTAéov atmmoTeAei XwWpPo atmmoBAKEUONG YAUKOTTPWTEIVWV TNG
KUTTOPIKAG pEMPBpavng (GPIb/IX , GPIIb/llla), ol oTroieg atroKAAUTITOVTAI TTPOG
TO €CWTEPIKO TWV aIOTTETAAIWY, éTav auTd evepyotroinBouv (White JG, 2000).
To 1mukvo kavaAikd cuotnua (Dense Tubular System - DTS) mTpoépxeTal atod
TO TPAXU eVOOTTAACHATIKO SIKTUO TWV PEYAKAPUOKUTTAPWY Kal ATTOTEAEI KUpPIa
a1roBnkn €AeUBepwV 16VTWY aoBeaTiou, Ta oTToia TTaAI(OUV TOV KEVTPIKO POAO
OTNV €VEPYOTTOINON Kal TO YETABOANICHOU TWV QIPOTTETOAIWY. ATTOTEAEI €TTIONG
TOTTO TTApaywyng Twyv mpooTtayAavdivwy (Behnke O, 1970).

NMAPAITONTAZ VON WILLEBRAND

O mapdayovrag von Willebrand eivalr pia yAukompwrteivn, n otroia Traidel
Baoikd pdAo oTNV TTPWTOYEVA AINOOTOON:
a) Apa WG yépupa PETAEU TWV AIMOTTETAAIWY KAl TOU QYYEIQKOU TOIXWHATOG
oTn @4aon TPOoKOAANCNG TwV aIJOTTETaAIWY OTA onueia TNG ayyelakAs BAGRNS
Kal €10IKG oTig aptnpieg. O TTapdayovrag Willebrand cuvdéetalr Kupiwg pe 1O
KoAAayoévo TuTtTou |, 1l kan IV Tng utrevdoBnAiakng oTiBadag.
B) ZuvdéeTal, YETA TNV TTPOOKOAANCT KAl EVEPYOTTOINOT TWV AIJOTTETAAIWY, HE
Tov uttodoxéa GPIIb/llla Twv aigotreTaAiwy Kal €101 YiVETOI N CUCOWPEUON
TWV aIJOTTETAAIWY. Tautdxpova o UTTOOO0XEAG CUVOEETAI KAl PE TO IVWOOYOVO
aAAG o mrapayovtag Willebrand gaiverar O11 €ival 0 onUAvTIKOTEPOG GUVOETNG
o€ ouvlnkeg auénuévng pong(Reininger AJ., 2008).
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y) Eivai petagpopéag tou mrapayovra VI tng TAENG (FVIIT. O trapayovtag VI
ouvTiBeTal oTa NTTATIKA KUTTAPA. MEeTA TNV atTékkpior) Tou atrd 1o ATTap o FVIII
ouvoéeTal Ye To poplo Tou TTapdyovra  Willebrand kai armroouvdéeTal armmod
QuTOV pETA atrd diIdoTTaor Tou popiou Tou amd Tn Bpoufivn. H ouvdeon
mapayovra Willebrand — FVIII mpooTtareuel Tov FVIIE ammd TRV TTPWTEOAUTIKN
didoTtraon amod Tnv evepyotroinuévn TTpwrteivn C, augdvel Tnv nuItrepiodo (wng
TOU KaI TTPOAYEl TNV aTTEAEUBEPWON TOU TTAPAYoVTa OTNV KUKAo@opia (Fay PJ.,
2006).

To yovidio Tou TTapdyovrag Willebrand BpiokeTal 0TO XpWHOCWHATOG
12. O mapayovrag Willebrand trapdyetar ammd ta evdoBnAiokd KUTTOPA Kl
aTmoBnKeveTal OTA  EVOOKUTTAPOTTAAOUATIKA owudtia Weibel — Palade.
Mapayetal €1TiONG KAl ATTO TA YEYOKAPUOKUTTAPA KAl OTTOONKEUETAI OTA O —
KOKKiO TWV AIJOTTETAAIWV.

To 95% Tou Trapdyovrag Willebrand, 1Tou TTapdyetal atmd 1o £vO0ONnAIaKdA
KUTTOPA, EKKPIVETAI OTO TTAAOPA KOl TO UTTOAOITTO OTTOONKEUETAI OTA CWHATIO
Weibel — Palade. O mrapdyovtag ekKAUETAI ATTO T KOKKia YETA at1tO dléyepon
Tou evdoBnAiou pe didgopoug aywvioTéG (BpouBivn, 10Tauivn, oloTpoydva,
ETIVEQPIVN, TIPooTaKUKAivi, DDAVP). O Ttapdyovrag Willebrand 10U
BpiokeTal 0T 0 —KOKKia TwV QIMOTTETAAIWY eKAUETAI pOvo PETA aTrd dIEyepon
Toug. ATTO Ta €vOOBNAIOKA KUTTApa TTapdyovTal TTOAU PJEYAAa TTOAUNEPK) TOU
mapdyovra Willebrand, Tta omoia otnv kKukAogopia dlaoTrwvTal amd Tn
peTaAoTTpwTeivdon ADAMTS13 ("a disintegrin-like and metalloprotease with
thrombospondin type 1 motif no. 13") og pIKpOTEPA Kal AIYOTEPO OPACTIKA
TMAMATA. Movo Ta peydAa (uynAou poplokou BApoug) TTOAUUEPH, TIPIV Tn
d1GoTTacn TOug, SIOBETOUV QUENUEVES QINOOTATIKEG ID1IOTNTEG, £TTEION dIABETOUV
TTOAOTTAEG Béoeig ouvdeong PE TO ayyelakd evOOBAAIO Kal Ta AIOTTETAAIA
(Dong JF:, 2005;).

To pépio Tou TTapdyovta Willebrand atroteAcital ammdé 2050 apivo&éa kal
O100€Tel B€0€Ic ouvdeong yia Tov TTapdyovTa VI, yia Toug uttodoxeic GPIb kai
GPIllIb/llla Twv algotreTaAiwv Kal yia Tig iveg koAAaydvou TutTou | Il kar IV
(Ruggeri ZM., 2007).

MHXANIZMOZ AIMOZTAZHZ

a) MNpwrtoyevng (apxikn) aiudoTaon

H apxiky aigoéotacn TrepIAaUBAvVEr: TNV AyYEIOKN OTTAVINON OTOV
TPAUMATIONO Kal A&IToupyieg OAANAETTIOPAONG TWV QIPMOTTETAAIWY KAl TOU
ev0oBnAiou Twv ayyeiwv Kal CUYKEKPIMEVA TNV TTPOCKOAANGCH KOl CUCOWPEUON
TWV QAIYOTTETOAIWY, TTOU 00nyoUuv OTO OXNUOTIONO TOU  QIUOTTETAAIAKOU
OpouPou, pE TOV OTIOIO TEAIKGA ETTEPXETAI, TTAPOOIKA, N ETOYXEON TNG
algoppayiag.

O ayyelakdg TpaUUATIOPOG E€XEl €TTIONG WG APECO ATTOTEAECOUA TNV
KAaTtaoTpo®n | atmmoudkpuvon Twv evOoBnAIoKwWY KUTTApwyY atrd Tn B€on Tng
BAGBNG, pE ouvéTTEIQ TNV ATTOKAAUWN TwV OTOIXEIWV TNG UTTOEVOOONAIOKAG
oTIfAdac. H utmroevdoBnAiakry oTifdda eival yvwoTod OTI  TTEPIEXEI
ayyelodpaoTIKOUG  Kal 1o0XUupd Bpouoyovoug TTapdyovTieg, Ol OTToiol
OUPUETEXOUV EVEPYA OTNV TTPOCKOAANGN TWV QIMOTTETAAIWY OTIG BECEIG TOU
ayY€EIOKOU TPAUPATIOHNOU.
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Ta aIgOTTETAAIO, UTTO QUOIOAOYIKEG OUVONKEG, Oev TTPOOKOAAWVTAI OTO
a0ikTo evdoBriAIo Adyw TnG dpdong Tou NO, Tng PGl kai Tou PECAM-1. Mg
TNV KATOOTPO®H TOU OUWG TOU €vOoBNnAiou aTTOKAAUTITETAI N UTTEVOOONAIOKA
oTIBAdA, n oOToia aTTOTEAEITAl KUPIWG aTtrd  iveg KOAAayovou, Aauivivn,
@iutTpovekTivn Kal trapdayovra Willebrand. Ta aipgotretdAia TTpOOKOAAWVTAI
otnv utrevdoBnAiok oTIBdda péow Twv HEPPPaviKwy uTTodoxEwv. Ol
yAukotrpwteiveg GPla/lla, GPIV kai GPVI cuvdéovTal Pe TIG iveg KOAayovou,
TN QIMTTPOVEKTIVN, TN BpopBooTrovdivn, Tn PITPOVEKTIVA Kal TN Adpivivn Kal
MAAIOTO 0€ OUVONRKEG XAUNAAG dIATUNTIKAG PONG TTOU ETTIKPATOUV OTIG PAERES
(Andrews RK and Berndt MC., 2004).

O1 yAukotrpwreiveg GPIb-IX-V cuvdéovTtal pe Tov TTapayovta Willebrand kai
€IdIKG pe Ta TTOAUMEPH uwnAoU poplakou Bdpoug, evw TTapdAAnAa o
mapayovrag Willebrand ocuvdéetar pe 10 KOAAaydvo Tng utrevdobnAIaknig
OTIBAdAG, AEITOUPYWVTAG WG YEQUPA METALU TWV QIMOTTETOAIWV KAl TOU
ayyeiou. H ouvdeon Twv aipgotreTaliwv pe Tov Tapdyovra Willebrand yiveral
o€ ouvONKeS UWNANG dIOTUNTIKNAG TAONG, TTOU ETTIKPATOUV OTIG APTNPIES KAl OTA
oTeveupéva ayyeia (Rivera J, et al., 2000; Sugimoto and M, Miyata S., 2002.).

‘ETol oTn @Aon autl T QIMOTTETAAIQ TTPOCKOAAWVTAI, OTTAWVOVTAI Kal
oxnudaTi¢ouv Yo povooTIBAda oTa onueia TG ayyelokns BAGBNG.

H mpookOAANoOn Twv aigotreTaAiwv OTa oToixeia TnG utTeEvOoBNAIOKAG
oTIBAdAG Kal IDIAITEPA OTO KOAAAYOVO TTPOKOAEI AIUOTTETAANIOKK EVEPYOTTOINON.
2T d1adIKaoia eveEPYOTTOINONG CUMMPETEXOUV HIO OEIPA aTTO UTTODOXEIG Yia
AYWwVIOTEG, OTTwWG To ADP, n emive@pivn, n Bpoupivn, T0 KOAAayovo, Kal n
Bpoupoavn A2 (TXA2), kaBwg kal diagopol 0doi PeETaywyNS CAPATOS Kal
Bloxnuikwyv avTidpdoewy, OTTWG O HETABONIOUOS QWOQONITTIOIWY, N
atmeAeuBépwaon apaxi®ovikou 0EEOG Kal n UETATPOTING Tou o€ TXA2 Kal n
PWOPOPUAIWGCN VOGS apIBPOU BIAPOPETIKWYV TTPWTEIVWV-OTOXWV.

Ta evepyotroinuéva  AIMOTIETANIA  ek@pAlouv P —0eAekTivn, n  oTroia
pMecoAaBei 0TV AAANAETTIOpaon PETAEU AIMOTTETOAIWY KAl AEUKOKUTTAPWY EVW
n QIUOOTATIK) TOug OpPaCcTIKOTNTA OQeiAeTal OTNV  €KBEOn  apvNTIKA
QOPTIOPEVWY QWOPONITTIOIWY TNG MEUPPAVNG KAl OTNV ATTEAEUBEPWON KAl
EVEPYOTTOINON TOU TTAPAYOVTA V TWV AIJOTTETANIWV.

H ouvdeon twv aywviotwv (ADP, emmiveppivn, Bpoupivn, TXA2) he TOoug
uTTOo00XEiIC TOUG aKOAoUBEiTaI aTTd EveEPYOTTOIiNaN €iTE EIOIKWYV SIANENBPAVIKWV
GTP-eCOpTWHEVWY TTPWTEIVWYV, €ITE KIVOOWYV TUPOOivNG, N OTToia odnyei o€
METAOOON €VOOKUTTAPIWY ONUATWY Kal TTUPODOTEI TIG EVCUMIKEG avTIOPAOEIG.
2UYKeEKpIYEVA, n ouvdeon Tou Trapdyovta Willebrand kar Tou koAAayévou e
TOUG AVTIOTOIXOUG UTTOBOXEIG TwV AIJOTTETAAIWY KaBwWG Kal TNG BpouRivng Kai
Tou ADP pe Toug utrodoxeic PAR-1, PAR-4 kai P2Y; P2Yi, avrioToixa
TIPOKAAEi evepyoTToinon Twv ewo@oAimacwy C. Ta éviupa autd udpoAuouv
Ta AiTTidia ™mg KUTTOPIKAG MEMBPAvVNG TWV QIOTTETOAIWV
(pwoeaTiduAIvoaITOAN) ME TENIKO atroTéAeopa TO OXNUATIoNO
O1aKUAYAUKEPOANG (DAG) Kkail 3-@wo@opIkng IVooITOANG (IP3). H IP3 tTpokaAci
kivnToTroinon Tou Ca®" amd To evdoTAACUATIKG OiKTUO TOU TIUKVOU
OWANVWOOUG CUCTANATOG TTPOG TO KUTTAPOTTAaoua. H evdokuTTdpia autnon
Tou Ca®* ka1 Tn¢ DAG evepyoTiolei TNG PWOPOAITTAoNS A2, n oTroia USPOAUEI
Ta AITTidIa euo@aTiduAaifavoAauivn Kal @uo@aTidUAXOAiIvn TNG HePBPAvNG, HE
aTroTEAEOUA TNV TTapaywyr] apaxidovikou oféog. To apaxidovikd ofu, he Tn
0pdon Twv evlUUwv KukAooguyevdon -1 (COX-1) kair ouvBetdon NG
Opoupogavng petatpEteTal o€ BpopPogavn A2 (TXA2). H TXA2 T1ou
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TTAPAYETAlI TTPOKAAEI  QyyeEIOOUOTIACN KOl TTEPETAIPW EVEPYOTTOINON TWV
QIYOTTETAAIWV.

MapaAAnAa TTapayetal KUKAIKO AMP (CAMP) atté 1o ATP, pe mn dpdon Tng
adevuAkukAdong. H auénon Ttwv emtmédwv Tou CAMP  avaoTtéAel Tnv
EVEPYOTTOINON KAl OUCOWPEUCH Twv aIoTreETOANiwY. H  adevuAkukAdon
evepyoTrolEiTal atrd TTapdywya Tou apaxidovikou o&éog, Tnv PGI2 kai To NO
Kal avaoTéAAeTal atmo 10 ADP, Tnv TXA2 kai Tnv emivepivn (Offermanns S.,
2006).

H evepyotroinon Twv aloTTETAAIWY TTPOKAAE: a) €KBECN OTNV ETTIPAVEIX TWV
aIOTTETOAIWY TNG PWOPATIOUATEPIVNG, N OTToIa TTPOCPEPEl BECEIC OUVOEDNG
oTa €v{uua Kal TOUG CUPTTOPAYOVTEG TOU TTNKTIKOU pnxaviopou 3) aAhayr Tou
OXAMOTOG TWwV  AIYOTTETAAIWY, Yy) €KKPION TOU  TTEPIEXOMEVOU  TWV
QATTOBONKEUTIKWY KOKKiWV Kal ©) CUCCWPEEUCH TWV QIJOTTETOAIWV.

2T0 APEPO QIPOTTETAAIO Kal e Tn Opdon dla@épwy  OIAUENPBPAVIKWV
TTPWTEIVWV OTTWG OKPAUTTAACEG, QAITTTTACEG KAl QAOTITTACEG CUVTNPEITAI N
QOUMMETPN KATAVOUN TWV QWOQONITTIOIWV TNG KUTTAPIKAG PENPBPAvVNG: oTnv
ECWTEPIKA ETMIQPAVEIA PPICKETAI KUPIWG N QWOPATIOUAOXOAIVN eV N
ewaoeamidulooepivn Kal TN ewao@aTiduloaiBavoAapivn evrtoTtriovial oTnv
€OWTEPIKA em@aveia. H alénon Tou kuttapotrAacuatikoU Ca®" TrpokaAei
¢€kBeon @woeamduAcepivng otV ETIQAVEID TWV AIMOTTETAAIWY, n oTToia
YIiVETQI TTEPICOOTEPO APVNTIKA QOPTIOPEVN. H €kBeOn TNG POPATIOUACEPIVNG
nali pe Ca®* Tpoo@épouv pia emM@Aveld KATAGAMNAN yia TNV TTpdodeon
TTOPAYOVTWY TTAENG KAl TNV avATITUEN TOU KATAPPAKTN TNG TRENG. MNMapdAAnAa
eKAUovTal pIKpoowuatidia (microparticles, MPs) pe @wo@oAiTTidia, Ta oTroia
TTUPOBOTOUV TO PNnxaviopo aiyéoTaong(Bevers EM, et al., 1998; Bevers EM,
et al, 1991).

Me Tnv evepyoTToinon Twv aigotreTaAiwy, N alénon Tou evdokuTtdpiou Ca?*
kai TNG DAG TtrpokaAei pia o€ipd avTidpdoewyv (TTOAUMEPIONOG TNG OKTivNg,
oUvOEDN MUOOivNG - aKTivng, ouoTracn TnG TePIBwWPIOKAS {wvng), Ol OTTOIEG
TIPOKAAOUV OAAQYR} TNG OTEPEODOMNG TOU QIPOTTETAAIOU Kal TEAIKA odnyouv
otnv aAAayrf Tou oxAUATog Toug. Ta algoTeTdAia Xavouv To OIOKOEIDEG TOU
OXAMO KOl PETATPETTOVTAI O QVWHAAEG AKAVOWTEC O@AipeC e WeudoTtodia
(OevdpITIK pop®ry). Me TNV aAAayrp TOU OXAUATOG TWV QIPOTTIETAAIWY T
EVOOKUTTAPIO KOKKIO OUYKEVTPWVOVTAI OTO KEVTPO TOU KUTTAPOU, TTOPATNPEITAI
ouvinén TNG MEUPPAVNG TWV KOKKIWV HE TN MEMPPAVN TWV EVOOKUTTAPIWY
OwAnvapiwyv, JE ATTOTEAECPA TNV ATTOKOKKIWON Kal Tnv €000 Tou
TTEPIEXOUEVOU TOUG OTOV €EWKUTTAPIO XWPO. Ta a —KOKKia atreAeuBepwvouv
Toug Trapayovreg Willebrand, V, Xl, Xlll, HMWK, vwdoyovo kar [3-
BpopPoyAoBoulivn eviy Ta & - Kokkia ekkpivouv ADP, ATP, ogpoTtovivn,
KATEXOAQMIVEG Kal 1I6VTO aoBETTIOU.

H alfnon Tng ouykévipwong Tou evdokuttdpiou Ca?* kard Tnv
EVEPYOTTOINON TWV OIYMOTTETOAIWY 0OONyei  €TTiONG OTNV  €vEPyOTTOiNON
EVOOKUTTAPIWV VUMWY, TTOU TTPOKAAOUV DOMIKEG METARBOAEG KAl EKQPAON TNG
IVTEYKPIVNG azpB3 (GPIIb-111a) TN uepPpavng Twv aigotTeTaAiwy. O uttodoxéa
QUTOG OTA PN EVEPYOTTOINUEVA QIMOTTETAAIO TTAPOUCIAZEl XOUNAR OUyYEVEIQ
TTPOG TO IVWdOoYovo Kal Tov VWF. Mg tnv evepyoTtroinon OuwS 1O IVWOOYOVOo
Kal 0 VWF kaBnAwvovTal oTnv mMQAVEIA TwV TTPOCKOAANUEVWY OTO AYYEIOKO
TOIXWHA AIMOTTETAAIWY Kal AEITOUPYOUV w¢ YEQUPES avaueoa oTtoug GPIIb-llla
UTTOOOXEIG YEITOVIKWYV QIMOTTETAAIWY. TO CUUMETPIKO POpPIO TOu IVWdoydvou
MTTOpPEl va ouvdeBei  pe OUO aQIPOTTETAAIO AAAG KABE AIUOTTETANIO TTEPIEXEI
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mepirou 50.000 — 80.000 GPlIb-llla utrodoxeic otnv em@dveid Tou. H
ouvdeon TG Ivteykpivng GPIIb-Illa pe 1o Ivwdoyodvo kai Tov VWF TTPOKOAEi TN
oucOoWpPEUON (OUYKOAANON) Twv QIMOTTETOANIWV Kal TO OXNMOTIONO TOU
aigoTreTaAlokoU Bpoupou (Jurk K, Kehrel BE., 2005).
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Eikéva 8: Amreikévion Tou unxaviouou TS aiuooTacng.

B) Agutepoyevig aiudoTaon
21N deuTepoyevr aipooTaon Bacikd poAo Traifouv ol Trapdyovteg (F)

g HENS (1, 11, V, VII, VIII, I1X, X, XI, XII, XIll), TTou KUKAOQOPOUV OTO aipa wg
avevepyd TrpoévCupa. O1 TTapAyovTEG AUTOI JETATPETTOVTAI ATTO TTPOEVCUNA O€
evepya €vCuua (Fa), og éva «kaTappdktn» aAAnAodiddoxwv avTidpdoewy, UE
TENKO amroTéAEOUA PIa «€Kpngn» TTapaywyng Bpoufivng Kal 1o oxnuatiopd
IVIKAG, N OTToia oTaBepoTTolEi TOV algoTTETaAIOKO Bpoupo.

2TOV KATapPAKTN TNG TTAENG dlakpivoupue dUO 0dOUG: TNV €CWYEVA KAl TV
evdoyevr) 000, Tou KataArjyouv TeAIKA oOTnv  Koivrp 000¢g, n oTroia
XOopakTnpifetal ammd Tn PETATPOTIA TNG TTPoBpoupivng o€ Bpoufivn Kal Tou
IVwOOYOVOoU O€ IVIKA.
Eéwyevn¢ 066¢

O 6pog «eEwyevnAC» TTPOEPXETAl ATTO TO YEYOVOG OTI TO OTOIXEIO TTOU TNV
TTUpodoTEi dev UTTAPXEI 0TO TTAAopa. MpdkeiTal yia Tov 10TIKO TTapdyovTa (TF)
N 10TIK BpopPBoTTAacTivn 0 oTToiog ek@pdAdleTal atd Ta evooBnAlaka KUTTapPaA
Kal Ta PovokKUTTapa OxI UTTO QUOIOAOYIKEG OUVONKEG OAAG META ATTO
KATaoTpo®r Twv evO0ONAIOKWY KUTTAPWYV i META aTTd SIEyEpan aTrd TTOIKIAOUG
TTapAyovTeg, OTTWG N Bpoufivn, n evdoToivn, dIAPOPES KUTTAPOKIVES Kal N
utro&ia. O TF evepyoTroiei Tov FVII oxnuatiovrag éva ouuttAeyua (TF-FVila),
TO OTT0I0 TTPOKOAEi evepyoTToinon Tou FIX kai Tou FX . O gvepyotroinuévog FX
OUVOEETAl PE TO OUMTIOPAYovVTd Tou FV kal Trapoucia 1dviwv Ca?
dnuIoupyEiTal To CUUTTAEYHa TTpoBpoupIvaong.
Evdoyevng 006¢

H evdoyevrc 0d6¢ evepyoTrolgiTal OTavV TO aQipa €PXETAI OE ETTAQPH ME

APVNTIKA QOPTIOUEVEG ETTIPAVEIEG OTTWG TO YUQAI, OI iVEG KOAAQyOvou Tng
uTTEVO0BNAIOKAG OTIBABAG 1 N HEMPPAVN TWV EVEPYOTTOINUEVWY QIPMOTTETOAIWV.
2TNV €vepyoTToinon TnNG €vooyevoug odou cupuetéxouv o FXIlI kalr duo
OUPTTOPAYOVTEG: TO UWnAoU popiakou Bdpoug kivivoyovo (HMWK) kai
TTpokaAAIkpeivn. O1 Tmapdyovieg autoi oxnpaTtiouv éva OUUTTAEyHa  Kal
QUTOEVEPYOTTOIOUVTAL: N TTPOKOAAIKPEIVN WETATPETTETAI O€ KOAAIKPEIVN Kal O

21


http://www.ncbi.nlm.nih.gov/pubmed?term=Jurk%20K%5BAuthor%5D&cauthor=true&cauthor_uid=16149014
http://www.ncbi.nlm.nih.gov/pubmed?term=Kehrel%20BE%5BAuthor%5D&cauthor=true&cauthor_uid=16149014

FXIl oe FXlla. To ouptmAeypa FXlla - kaAAikpeivng - HMWK  evepyoTroigi Tov
FXI, o otroiog cival eTTiong TTPO0dEdEPEVOS OTNV AINOTTETANIOKA £TTIQaAveia. O
FXla TtrpokaAci evepyotroinon tou FIX. O FIXa kal GAAeG dUO TTPWTEACEG TOU
KaTappakTn, n 8poupivn kai o evepyotroinuévog FX, TTpOKAAOUV TTPWTEOAUTIKA
didoTtraon kai evepyotroinon Tou FVIII, 0 OTToiog 0Tn OUVEXEIQ CUVOEETAI ME
Tov FlIXa, pe 16via Ca®* Kol apvnTiKE QOPTIOHEVE GWOPONITISIA TN
QIMOTTETONIOKNG MEUBPAVNG Kal oXNPATI(OUV TO CUPTTAEYUQ TNG TEVAONS TO
OTT0i0 evepyoTrolgi Tov FX.

Koivr) 0006¢

H koivrp 000G apxifel ye Tnv evepyotroinon tou FX, €ite péow TG
evdoyevoug €ite JEow TNG e€Ewyevoug odou. O evepyoTroinuévog FX, TTapouaia
Tou FVa, 16viwv Ca®* kal @wo@oNmdiwy, PETATPETEI TNV TIPOoBpouBivn ot
Bpoupivn. H BpopBivn evepyotroiei Toug mmapdayovteg FV, FXI kai VIII aAAG n
KUpla Asiroupyia TG BpopRivng gival n TTpwTedAucn Tou dIaAuToU IVwdoyovou
o€ OIAAUTA JOVOUEP IVIKAG. 2TN OUVEXEIQ TA JOVOUEPH IVIKAG TTOAUpEpifovTal
Kal oxnuatiouv €va gel To otroio Trayidevel KUTTAPA Tou aipyatog. H Bpopfivn
evepyotrolei  e€mmiong Tov FXIIl, O oT0iog oOTn  Ouvéxela OnUIoUPYEi
TIAQYIOTEAIKOUG OMOIOTTOAIKOUG OEOHUOUG METAEU TWV TTOAUMEPWY IVIKAG KAl
dnuioupyei 10 dikTUO OTABEPNG IVIKNAG TO OTToio €ival adidAuTo. (Riddel J., et al.
2007).

Intrinsic Pathway Extrinsic Pathway
J
factor Xl
HMK
PK
o
factor X| =3 factor Xla
"
factor IX —— factor [Xa factor Vila
factor Vllla Tissue Factor
PL, Ca*® PL, Ca*®
v 2
factor ¥ —3 factor Xa = factor X
factor Va
PL, Ca®®
W
prothrombin 3 thrombin

fibrinogen == fibrin
ZxApa 3: Karappdkrng tng mnéng.

ZAMEPA EXEI ETTIKPATAOEI TO KUTTAPIKO UTTOdEIYUA TNG TMENG. ZUPQWVA UE
TO UTTOBEIYPA auTd N BeUTEPOYEVAG aludoTaon cupBaivel pe d1adOXIKA aAAG
OAANAOETTIKOAUTITOPEVA BPATA OTNV ETTIPAVEIQ KUPIWG TWV QIPOTTETAAIWY KAl
TWV KUTTAPWV TA OTIOoi0 €KPPACOUV TOV I0TIKO TTAPAyovVTA. 2TO KUTTAPIKO
MOVTEAO QINOOTOONG OIAKPIVOUUE TPEIG QACEIG: TN pAaon €vapéng, Tn @Aaon
evioxuong kai Tn @daon diadoons. H @don évapéng cupBaivel auéowg PETA TNV
ayyelak BAGBN, oTnV €M@EAVEIQ KUTTAPWYV Ta oTroia ekgppdalouv TF, o otToiog
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ouvoEeTal Kal gvepyoTrolei Tov TTapdayovta VII. H evepyotroinon autr] odnyei
oTnV TTapaywyn MIKpWV TTOOOTATWY Bpoufivng, Ta OTToia 0T CUVEXEIQ
EVEPYOTTOIOUV TA AIYOTTETANIA KAl TOUG TTAPAYOVTEG TTNENG TTOU CUPUETEXOUV
oTnv  €TTOPEVN @AON evioxuong. 2T @AON €vioYuong ToO OUPTTAEyua
TTPOBPOUPIVECNG, TTOU ATTOTEAEITAI ATTO TOV EVEPYOTTOINKEVO TTAPAyovTa X Kal
TOUG GAANOUG TTOPAYOVTEG TOU OUUTTAEYUOTOG, TIOU OuvdéovTal HE TNV
ETTIPAVEIQ TWV EVEPYOTTOINUEVWY AIMOTTETAAIWY, TTPOKAAEI €KpNEn TTapAywyng
Bpoupivng, n otroia odnyei oTnv TPITN Kai TEAIKN @don TnG diddoong. 21N @Aon
NG _01adoong 10 OIOAUTO IVWOOYOVO METATPETTETAI O€ AdIAAUTN IVIKA ME TN
dpdon TnG Bpoupivng, n otroia evepyotrolei €mmiong kair Tov FXIIL. O FXllla
otaBepoTrolei To BpduPo pe TN dnuioupyia oTaBepou dIKTUOU IVIKAG, TO OTTOI0
eYKAWPICel Ta oToixeia Tou BpouBou (aiuoTTeTAANIa Kal epuBpd aiyoo@aipia)
(Hoffman M. and Monroe D., 2001).

Initiation
fibroblast —
Aﬂ) -
"’4 1X
Xa Via
(——\x
prothrombin
Propagation
thrombin
vWFMllla
prothrombin %
1%
o | x| va Villa Xia
platelet « S / 5

g T

Amplification ﬁ -5

activated platelet

IXAMa 4: Zxnuarikn arreiKOvIon TOU KUTTAPIKOU UTTodEiyuarog tn mHéncg.

Qduoikoi avaoTaATég TG TTAENG

O 06pdupog, ToOU OdnuioupyeiTal Pe TNV TTPWTOTTAON aiudéoTaAcn Kal
otabepoTroleital Ye TNV OeuTEPOYEVN], TTEPIOPICETAl UOVO OTO OnNUEIO TNG
BAGBNG emeidry uttdpxouv OIAPOPOI PNXAVIOWOI Ol OTToiol €AEyXOUV Kal
TTEPIOPICOUV TNV QINOOTACTH. 2TOUG UNXAVIOHOUG QUTOUG CUUMPETEXOUV:
1. O1 avaoToAegic TTpwTeacwyv: avtiBpoupivn (AT), cuptapdayovtag Il Tng
napivng, TpwTeivn Z Kal 0 avaoTaATAG TNG 0doU Tou IOTIKOU TTapayovTa
(TFPI).
2. To ovuotnua pwreivwy C (PC) kai S (PS).
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H AT adpavoTrolgi, eEKTOG aTTd TNV €AeUBEPN BpopRivn, TOUG EVEPYOTTOINUEVOUG
mapdyovteg X, IX, X, Xl ka1 Tnv KaAAikpegivn. O puBuog adpavoTtroinong mng
BpouBivng kal TOou evepyotroinuévou FX au&dvel dpapatikd TTapoucia
ntrapivng (Menache D, et al , 1992).

Katd tn &idpkeia NG TAENG n BpopPivn TTou TTapdyeTal OUVOEETAI PE TNV
BpoupouovtouAivn, uia dlaueuBpavikh TTpwTEivn, n oTroia ek@pdaleTal oTa
evdobnAiakd kutTapa. Otav cuvdéeTal pye TN BpoupopoviouAivn n Bpouivn
dlaoTrd Kai evepyoTrolgi TRV PC n o1roia €ival ouvdedepévn Ue Tov evooBnAiakd
uttodoxéa NG PC (EPCR) Z1n peuBpdvn Twv evdobnAiakwyv Kuttdpwy n PC
OUVOEETAl HPE TO OUMPTTIAPAYOVTA TNG PS Kol TO OUUTIAEYHO  TTPOKOAEI
TIPWTEOAUTIKA OIAOTTOON TWV €EveEPyOTTOINUEVWY  TTapayoviwy V  kar VI
(Esmon CT., 2003; Heeb MJ, et al, 1994.).

O avaotaAtg TnG odou Tou TF (TFPI) avacTtéAAel Tnv eEwyevr) 006 NG
TNENSG pE dUO TPOTTOUG. AVOOTEANAEI OTTEUBEIOG TOV EAEUBEPO EVEPYOTTOINUEVO
FX kal aAAnAemdpd pe 10 ouutmAeyua TF-FVila-FXa (Lwaleed BA and Bass
PS., 2006).

Tissue factor
pathway inhibitor
(TFPI)

TF + Vlla
IXa + Vllla
Antithrombin ——@—_ Protein C

system

Y

| I —= lla (Thrombin) |

|

‘ Fibrinogen ‘—>| Fibrin ‘

ZXAMA 5: Zxnuartikn QrrEIKOVION TOU UNXAVIOUOoU TwV QUOIKWY avaoTaATwyV 1N¢
mnéng.

Ivwdo6Auon

H vwdoAuon atroteAei évav emdIopBwTIKO pnxaviouod, padi pe tnv
avayévvnon Twv evooBnAIoKwY KUTTAPpWY Kal TNV aTTOKATACTACTN TOU AUuAOU
TOU ayye€iou. ZUuyKekpIpéva, gival pia diadikaoia armrapaitntn yia tn didAucn Tou
BpouBou HETG TNV ATTOKATACTOON TNG OKEPAIOTNTAG TOU QyyEiou. ZTnV
IVwOOAUCH n adidAuTn IVIKR atrodopeiTal Kal Ta TTPoidévTa amroddunong
QATTOMAKPUVOVTAI ATTO TV KUKAOQPOPIQ.

Baoikd oToIXgio TOu IVWOOAUTIKOU OUOTAMATOG €ival TO TTAQCOMIVOYyOvOo
(PLG), éva avevepyd TTPOEVEUMO, TO OTTOIO EVEPYOTTOIEITAI MECOW SUO 0dWV:
ME TN &pdAon Tou 10TIKOU TUTTOU EVEPYOTTOINTA TOUu TTAaouIvoyovou (t-PA), Tou
Tapdyetar amd Ta €vOooBnAlaKA KUTTOPA Kal TOu TUTTOU OUPOKIVACNG
evepyoTToInTA Tou TTAaoIvoyovou (U -PA), TTou TTapAyETal ATTd TOUG VEPPOUG
KAl METATPETTETAI OTO €VEPYO €VCUPO TTAaOHivn. H TTAacpivn dlaoTrd Tnv IVIKN
o€ poiovTa didoTtraong TnG IVIKNAG (FDPs) kal TeAikd o€ D diyepn (D -dimers).
Kai n 1vwdoAuon €xel @QUOIKOUG aVOOTAATEG TOUG QVOOTOATEG TOU
evepyotroinT Tou TTAacuivoydvou (PAI -1 kai PAI — 2) kal TOUG avaoTAATEG
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NG TTAaopivng (a2 —avTirrAaocyivn kal a2 —pakpoo@aipivn) (Lijnen HR, and
Collen D., 1995).

L panaa _>f +-PA | . v 2
\ / Plasminogen Fibri

- activation ’ 130N
Cipamnaionid = clot
| I
tPA ) Plasminogen —>| Plasmin <"

= v NP L

Soluble £k Cri;;s kllif)ikve(dfﬁ. -

ibri i NI OS5I 2 o i

Fibrinogen —» fibrin > dibie g 7 *\

Factor XllI

Formation
«— of insoluble )
fibrin . ¢ .

Th bi Factor Fibrin- ™
FOMDIN == ""seiil degradation
products

ZXAMa 6: Zxnuarikn armmeikovion Tou IVWOOAUTIKOU OUaTAATOG.
AIEPEYNHZH THZ MPQTOINENOYZ AIMOZTAZHX

2TIG DIOTAPAXEG TNG TTPWTOYEVOUG alpdoTaong TTepIAapBavovTal:

A) KANPpOVOUIKEG Kal ETTIKTNTES SIATAPAXES TOU AYYEIAKOU TOIXWHATOG

B) KAnpovouIKEG Kal ETTIKTNTEG BPOUPOTTEVIES

N KAnpovouikéG Kal  €TTKTNTEG OIATAPAXEC TNG  AEITOUPYIKOTNTAG TWV
QIYOTTETAAIWV

A) N6éoog von Willebrand

MNna 1N digpelvnon Twv dIATAPAXWY TNG TTPWTOYEVOUG QINOoTAoNG Eival
atrapaiTnTn:

1. H Aemrtopepric AQwn TOU OTOMIKOU KOOI OIKOYEVEIOKOU I0TOPIKOU
aloppayIkig d1a6sonc.

Kard tn Aqun Tou 10TOPIKOU €ival aTTapaitnTn N amavinon Twv TTapaKATw

EPWTNHATWV:

e O1 aioppayIKES EKONAWOCEIG Eival QUTOUATEG ] TIPOKANTEG;

e H aiyoppayikéG €kONAWOEIG €ival KANPOVOUIKEG 1 ETTIKTNTES;, YTTAPXEI
OnAadr TTPonNyoUMEVO ATOMIKO 1] OIKOYEVEIAKO QIhoppayikd 10TopIikd; Ol
a00Beveic PE  KANPOVOUIKEG OlOTAPAXEC €XOUV  OIKOYEVEIOKO I0TOPIKO
algoppayiwv Povo Otav n dlatapaxr) KANPOVOMEITAlI PE QUTOCWMATIKG
Kupiapxo (véoog von Willebrand) 1 @uAoouvdeTo XOPAKTAPQ
(aipoppo@idia A kail B) kal eggaviouv CUUTITWPOTA aTTd TNV VEOYVIKN N
TTaIBIKr) TOUG NAIKIa. ZTIG ETTIKTNTEG IATAPAXEG Ol AOBEVEIG £XOUV apvNTIKO
OTOMIKO KOl OIKOYEVEIOKO 10TOPIKO, TA OCUPTITWHATA Eu@avifovial o€
MEYOAUTEPN NAIKIO Kal cuvOUAlovTal JE KATTOIO UTTOKEIMEVO vOoa.

e O1 aigoppaylkéG ekONAWOEIC o@eilovTal o€ dIATAPAXEG TNG TTPWTOYEVOUG
(TTETEXIEG, EKXUMWOEIG, aigoppayieg PAevvoydvwy) | TG OEUTEPOYEVOUG
QINOOTAONG (AIMATWHATA, AipapBpa, KABUOTEPNUEVES AILOPPAYIEGS);
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e AapBdver o aoBeviAc @Apuaka  (AVTITINKTIKA,  QVTIQIMOTTETOAIOKA,
QvTIQAEYHOVWON  KATT), Ta OTIoid TTPOKAAOUV Ol  ETTIBEIVIOVOUV  TIG
QIHOPPAYIKEG EKONAWOCEIG;

e 'Exel 0 aoBeviig ouoTnuaTikl vOOoO n OTroia TTPOKAAEI TV QIPNOPPAYIKN
d1GB¢eon;

2. Tnv KAIVIKR €§€taon yia TV avagntnon aigoppayikwy eKONAWOEWV
(TrETEXIWV, QINAPOPWY 1 CINATWUATWY, AlHoPPAYIWV Twv BAEvvoyovwy A
€EVOOKOINIGKWY  QIJOPPAyIWV  PE  AEOVIKA  Topoypa@ia) aAAd  kai
OIOYKWHEVWY AeP@adévwy, dIOYKWaN ATTATOG 1 OTTARvVA yia Tn didyvwon
OUCTNUATIKOU VOOTUATOG TTOU TTPOKAAEI TNV aloppayikr didBeon.

3. Tnv egpyaotnpiaky OSigpedvnon. H digpelvnon Twv 0oBevwv  uE
dIaTAPAXEG TNG TTPWTOYEVOUG QINOOTAONG €ival ouxvad OUOKOAN Kal
xpovoBopa. H diayvwoTIKA TTpocéyyion TTepIAaUBAvel apXikd eEETATEIS yIa
TOV QTTOKAEIONO GAAwv Kal pAAIoTa ouvnBEéoTepwy  dlaTapaAXWVY NG
QIMOOTAONG KOI OTN OUVEXEID EEETACEIC Ol OTTOIEC ATTOKAAUTITOUV TUXOV
dIATAPAXEG TNG AEITOUPYIKOTNTAG TWV QIUOTTETAAIWV:

H mpwTtn @don 1ng diepelivnong TnNgG aigoppayikig d1dbsong trepIAauBAvel

TIG BACIKEG £CETATEIG:

o [evikl e€€éTaon aiyarog yivetal yia 1n d1dyvwon i ToV OTTOKAEIONO

BpoppoTreviag (QualoAoyikdg apiBudg aigotreTadiwv ~150.000-400.000/ul).

ApIBu6G aipotreTaNiwy <20.000/pl evéxel Tov KivOUVO aQUTOUATNG KOl PEPIKEG

QopES Bavatneopou aigoppayia. Or aloppayikEG EKONAWOEIG Eu@avifovTal PE

TN MOPQr TTOPQPUPIKOU €£LAVONUATOG, PIVOPPAYIWY, OUAOPPAYIWY, PNVO- N

MNTPOPPAYIWY, algoppaylwy atmd 1o TTETTIKO ) To KNZ. Hma aigoppayikn

01G8eon éxouv aoBeveic pe XaAuNAG aplBud aipgotreToAiwy aAAG pe KaAR

AEITOUPYIKOTNTO  TwV  aigoTreTaAiwy. AoBeveic pe  pueAOUTTEPTTAACTIKO

ouvOpopo Kal uwnAd apiBud aipotretadiwy  (>500.000/pl)  uTTopei  va

edpavifouv aigoppayikr) d1dbson Adyw diaTapaxwyv TnNG AEITOUPYIKOTNTAG TWV

QIYOTTETAAIWV.

o Me Tnv avamrtuén Twv auTOuaTwy avoAUTWY, PTTOPEI va agloAoynbei n

Katavoun kai To péyebog Toug (Méoog Oykog AlpyotteTadiwy - MPV-). O MPV

€ival pIa onPavTIK TTOPAPETPOG, TTOU divel ONUAVTIKEG TTANPOYOPIES, TT.X.

XOMNAEG TIUEG MPV Trapartnpouvtal o€ dlaTtapaxeég OTTwg 1A ouvOopouad

Bernard Soulier 3 Wiskott-Aldrich. O éAeyx0g €TTIXPIOPATOG TOU TTEPIPEPIKOU

QiJATOG OTIC TTEPITITWOEIS AUTEG €ival ATTapaiTATOS Yia va emiBeBaiwbouv ol

dlaTapaxEG Kal va dievepynOei TreEpaITEpw EAEYXOC.

° Etixpiopya  1repIQepIikoU aiyatoc. Me Tn PEAETN TOU  TTEPIPEPIKOU

ETTIXPIOUATOG YiVETAI AKPIBECTEPN EKTIMNON TOU APIOUOU TWV QAIPNOTTETOAIWY O€

TePITITWOoN WeudoBpouBoTreviag Kal TTapaTnPEEiTal N TTapouadia yiyavTiaiwv A

TTABOAOYIKWYV AIJOTTETOAIWV.

26



Eikéva 9: Emixpioua mepI@ePIKOU aiuarog oTo ouvopouo Bernard Soulier

"( 2 - '
; . o
Py 5 TSN
& .
- 9

Eikéva 10: Emixpioua mepIQPEPIKOU aiuaTo¢ OTO OUVOPOUO «PaloU
aiporreradiou» (Gray Platelet Syndrome)

. Xpévol _1NENG in_vitro (xpovog TrpoBpoppivng - PT -, xpdvog
EVEPYOTTOINUEVNG MEPIKAGS BpouBoTTAacTivng — aPTT -, xpovog BpouBivng — TT
-). O1 mapateTapévol xpovol TMENS Katd kavova ouvdEovTal Pe dIaTapaxEg
(aveTTdpKeEIEG) TwV TTAPAYOVIWV TINENG. € TIEPITITWON TTAPATACNG TWV
XPOVWV TTRENG N dlEPEUvVNON ETTEKTEIVETAI OTOV:
o Mpoadiopiopd Twv emmédwy Tou TTapdyovra VII (FVII) tng A&Ng
(o€ TTapdraon Tou PT)
o [Mpoodiopioud Twyv emmmedwy Twv TTapdayovra FVIII, FIX, FXI, FXII
NG TMENG, dlEpelivnon YIa ETTIKTNTOUG AVOOTAATEG TnG TTNENG R
TTPOCOIOPIOPO TOU QVTITINKTIKOU TOou AUKou (o€ Trapdraon Tou
aPTT).
o [MpoodiopIoud Twv emTEdWY TWV TTapayoviwv FVII, FX, FV kai
Ivwdoyovou (o€ rapdraon Twv PT kar aPTT).
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o [1poodIopIoPOG Twv ETTITTEDWYV TOU IVWwdOYOVou, yia Tn didyvwon
TWV ATTOKAEIONO UTTO- 1} avivwdoyovaiuiog (o€ TapdTacn Tou TT).

e [1p0o0diopIouOS TwV avTiyovikKwy emTédwy (VWTF.AQ) Kal TG pacTIKOTNTAG
ouptrapayovrta piotooetivng (VWH:Ristocetin  Cofactor activity) yia 1n
d1dyvwaon 1 Tov atrokAeIouo6 TnG véoou von Willebrand.

e [1poadiopiouos Twyv emITTEdWY EXIII.

H &egltepn @don Tng Olgpelivnong TnNG aldoppayikng oi1dbesong, o€
TTEPITITWON OTNV OTTOIA TA ATTOTEAEOUATA TWV ECETACEWYV TNG TTPWTNG PAONG
BpiokovTal eviOg QUOIOAOYIKWY Opiwy, TTEPIAAUPBAVEI ECETACEIC PE TIC OTTOIEG
yivetal n digpeuvnon Twv dIATAPAXWY TOU AYYEIOKOU TOIXWHATOG Kal TNG
AEITOUPYIKOTNTAG TWV QIMOTTETAAIWV.

MpoavaAuTtikég pETABANTEG

O1 TpoavaAuTIKEG METARBANTEG €ival TTOAU onPavTIKES yia TN dilac@daAion TnG
TTOIOTNTAG TWV TTPOG €¢ETAON OEIYUATWY aipaTog, dIOTI TA AIYOTTETAAIA  €ival
ETTIPPETTH O¢€ in Vitro evepyoTroinon Adyw Tng evdoyevoug euaiocbnaiag Toug Kal
KATTOIEG IN VIVO TTAPAPETPOUG KOBWGS PTTOPEI VA ETTNPEACOUV TA EPYACTNPIAKA
gEupAuara.

In vVivo TTapApETPOI

o MBava utrokeiyeva vooiuata.

o 2€  ANwn _ Qapuakwy, OTIWG N aoTpivn, Ta aAvTigAEypovwodn,
QVTITINKTIKA | QvTIOUAANTITIKA  @ApUaKa, Ta OTroia  €Tnpedlouv TN
AEITOUPYIKOTNTA TWV AIOTTETAAIWY. [a To Adyo auTtd cucoTAveETAl ATTOX ATTO
Ta @dpuaka autd yia 10-14 nuépeg TIpIV ATTO TNV  €KTEAEON Twv
EPYAOTNPIOKWYV ECETATEWV.

o ‘EvTovn Quaikr dpaoTnpIdTNTaA.

o H Bpaxeia mapagovl 010 KPUO QUEAVEI EVW TTOPATEIVOUEVN EAATTWVEI
TOV apIBUO TWV AIPNOTTETOAIWY.

o H ouoTtnuatikl doknon onuioupyei  TTapodiky auénon  Twv

QIMOTTETOANIWY Kal augnon oTnv TTPOOKOAANCNG Kal TN OUCCWPEEUCH TWV
QIYOTTETAAIWV.

o To owuaTIKO Kal WUXIKO OTPEC dpa PE TPOTTO avaAoyo TnG Aoknong.

o H ouoxétion tng dIaTPO@AC KAl CUYKEKPIUEVA TNG KAQEIVNG, TwV
ANTTapwyv 0wy, Tou OKOpdou Kai GAAWV CpPWMATIKWY BOTAvwv ME TN
OUCOWPEUON TWV AIMOTTETOAIWYV gival TEKPNEIWUEVN. T auTd o1 dokipacics Ba
TIPETTEI VA yivovTal HETA aTTd vNOoTEia.

o H emidpaon Tou KATTViOPATOC @aiveTal amd TNV Peiwon Tou Xpdvou
CWAG TWV AIYOTTETAAIWY, TNV aQuénuévn TIPOCKOAANCN Kal avTidpaon
atmeAeuBEpwOong Toug, TNV augnuévn atreAeuBépwaon Tou TTapdyovia von
Willebrand, tnv aoénon Tou 1vwdoydvou aAAd kair Tou t-PA. TT autd
OUGTHVETAI ATTOXI ATTO TO KATTVIOHUA TNV NPEPA TG AINOANYIOG.

. H peydAn katavdAwon oAkoOA (uéBn) odnyei o€ avaoTpéwiun
dlatapaxn, TNG aipdéoTaong, ME TTAPATETAUEVO XPOVO PONAG Kal BpoupoTrevia.
Etiong n xprion <40 ml aAkoOA nuUEPNCIiWG €Xel avaOTAATIK) dpdon oTn
AEITOUPYIKOTNTA TWV AIYOTTETAAIWY Kal TnNG TTPooTakukAivng (PGIl,) (George
JN. and Shattil SJ., 1991).
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Qdpuoka 1 TPOPEG Ol OTToieg  €TTNPEACOUV TN AEITOUPYIKOTNTA  TWV
QIYOTTETOAIWV TWV AIPOTTETAAIWV PaivovTal oTOV TTivaka 1.

MNivakag 1
o AvaoToAeig kukAhooguyevaong 1 (COX -1)

o  Mn avaoTpEéyiun avaoToAr TNG AEITOUPYIKOTATAG (QOTTIPIVN)
o AvaoToAgig kukAhooguyevaong 1 kai 2 (COX -1, COX -2)
o AvooTpEégiun avaoToAr] TNG AEITOupyikOTNTAG (U  OTEPOEION
AVTIQAEYHOVWON QAPHOKQ)

. Ibuprofen

" Indomethacin, naproxen

. Mefenamic acid

o AvVOOTOAEIG TwV UTTOOOXEWV TWV AIMOTTETAAIWV

o Abciximab, tirofiban, eptifibatide (GPlIb-Illa)
o Ticlopidine, clopidogrel, prasugrel (un avaoTtpéwiun), cangrelor
(avaoTpéwiun), ticagrelor (avaoTtpéwiun) (P2Y12)
o AvaoToAEiG puo@odIEcTEPAONG
o Dipyridamole
o Cilostazole
o AVTITINKTIKG

o Htrapivoeidn

o AvtaywvioTég BiTapivng K

o Apeool avaoToAeic BpouRivng

. ddppaka yia kapdiayyelakd vooiuata

o - blockers (propranolol)

o ayyelodiaoTaATIKA (nitroprusside, nitroglycerin)

o dloupnTika (furosemide)

o QavaOTOAEIG dlauAwyv aoBeoTiou

o AvVTIUIKPOBIOKA

o B- AOKTAPEG (TTEVIKIAIVEG, KEQAAOOTTOPIVEG)

O QVTIMUKNTIOOIKG (QU@OTEPIKIVN)
avBeAovoaoiakd (UdpoXAwpPOKivN)
VITPOQOUPAVTOIVN

o XnUEIOBEPATTEUTIKA

o Asparaginase

o Plicamycin

o Vincristine

o WuxoTtpdTra Kal avaiodnTikd

o TPIKUKAIKG avTIKOTAaBANITTTIKG (imipramine)

o @aivoBelalideg (chloropromazine)

o TOTTIKA Kal YevIKa avaioBnTika (halothane)

o OpouBOAUTIKA pApPOKO

o XZTPETITOKIVAON

O OUpPOKIVAOoN

o I0TIKOG EVEPYOTTOINTAG TOU TTAOCIVOYOVou (t —PA)

o Aidgopa pdapuaka

o Clofibrate

o OeCTpaveg

o Guaifenesin
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O QKTIVOYPOQPIKA OKIOOTIKA
o Tpoég /apwpaTika
o OAKOOA
KOa@Eivn
KUMIVO
okOpdo, KPEUPUDI, ginger
dong quai
fenugreek
ginseng
IXBUéAaIO
tamarind
turmeric
Bitauiveg C kai E
KIVE(Ika paviTapia (Black Tree Fungus).(Kottke-Marchant, and
Corcoran G., 2002)
2TNV KOBNUEPIVA KAIVIKI TTPAKTIKN €ival SUOKOAO va atro@euxBouv auTéG Ol
METABANTEG Kal £€TO1 OI EETAOEIS YivovTal AauBAavovTag TIG Ut Owiv. Av OPwG
TO aTroTéAeopa €ival TTABOAOYIKO CUVIOTATAI ETTAVEAEYXOG ME VEQ AIJOANYia
WOoTE va TNPNBoUV OAEG TIG TTPOUTTOBEDEIC.

O O O O O O O 0O O o0 Oo

In vitro TrTapdapeTpOI

ZuAAoyn SelypdTtwy

. PAeBokévinon. To deiypya Tou aipyatog TTPETTEI va CUAAEyeTal aTTd
TEPIPEPIKA QAEBa pe BeAdva 19-21g yia va aTTOQPEUYETAI O TPAUMATIONOG TNG
QAEBAG A N emPBpaduvon TNG PONG TOU AiATOG TTOU TTPOKAAOUV EVEPYOTTOINON
TWV QIYOTTETOAIWY. Oa TIPETTEl €TTIONG va ATTOQEUYETAI N TTAPOTETAMEVN
TTEPIOEON N OTToia TTPOKAAEI EVEPYOTTOINCN TNG QINOOTAONG. Z€ TTEPITITWON
OUPTITWONG TWV TOIXWHATWY TNG QAERAC 1} BIOKOTIG TG PONS TOU AipaTog
Katd tnv aigoAnyia 1o Oeiyua TTPETTEI VA QTTOPPITITETAI KAl va ETTIXEIPEITAI
aigoAnyia atré aAAo onueio. Av 1o deiypa AngBei atrd evoopAERIo KaBeTrhpa,
Ba trpétTel Ta TTPpWTA 5 Ml va atroppitrtrovral.

o Xpnon  kat@dAAnAou  avriminkTikou.  Or1  TTEPICOOTEPOI  AVOAUTEG
AEITOUPYIKOTNTAG TWV  AIYOTTETOAIWY ATTAITOUV  Tn  OUAAOy QipaToG OF€
TAQOTIKA owANVApIa PE QVTITINKTIKO PUBUIOTIKO OIGAUPA KITPIKOU VOTpiou
3.2%. Ta cwAnvdpia TTpETTEl va YEUICOUV aKpPIBWG PEXPI TN EVOEIEn €TOI WOTE
va dlac@aAieTal N KATAAANAN avaAoyia aipatog / avTITiNKTIKOU n oTroid
mpétrel va eivar 9:1. Ailatapayry ™G avaloyiag autriig PTTopEl va OWOEl
AavBacpéva atroteAéopara KaTd TN MEAETN  ASITOUPYIKOTNTOG — TWV
aigotreTaAiwy. Agiypyata aipatog aigoAupéva, AITmOaIPIKA, IKTEPIKA 1) auTA TTOU
TEPIEXOUV TTAYMATO  TTPETTEl va  aTToppitrTovral €meldf eTnpeddouv 1A
QPWTOOTITIKA CUCTANATA TwV avaAuTwy. Ta dgiyyata TTPETTEI v avadeUoVTal
ATTIO JE AVAOTPOPN UETA TNV algoAnwia ToUAdXIoToV 6 QOPEG.

o ExktéAeon Tng Ookipaoiag. TMa kdmolieg ammd TI¢ OOKINACIEG Twv
QIYOTTETAAIWV CUCTAVETAI N TTApPAPoV Twv dEIYNATWY OAIKOU aipartog yia 30
AETTTA OTO €PYACTAPIO TIPIV TNV EKTEAEON TNG £€ETAONG, ETTEION TA AIMOTTETAAIA
TTOU gvepyoTroiNOnkav Katd Tnv aigoAnyia ermavépyovral otn @Aon npepiag
METG 30 Aetrtd. Ta dciyuaTta TTPETTEl va TTapauévouv o Bepuokpacia 18 —
24°C, va un woxovtal 1 KatawuxovTal, va unv avakivouvtal Kol va un
METAQEPOVTAI PE TTVEUUATIKO TaXUDPOUEID.
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o O1 dokipaaoieg TTPETTEI VO eKTEAOUVTAI EVTOC 3 — 4 WPV
[Harrison P, et al., 2011]

AIEPEYNHZH AIATAPAXQN THZ AEITOYPIIAZ TQN AIMOMETAAIQN

H epyaoTtnpiakf digpeuvnon TTepIAAUBAVEl TTPWTIOTWGS TIC  OQAIPIKES
dokipaacieg (xpovog porig kal PFA-100) o1 otroieg T1pocdlopi¢ouv OUVOAIKA TNV
AEITOUPYIKOTNTA TWV AIJOTTETAAIWY Kal Sivouv TIG ApXIKEG KATEUBUVOEIS yia
o €10IKO €Aeyx0. Aev gvtoTTiCovTal CEIOIKEUMEVEG DIATAPAXEG AANG UTTOPOUV
va xpnoigotroinBouv yia Tov atrokAsiopud kdmolag dlarapaxns. Edv 1o
ATTOTEAEOUA TWV OUO AUTWYV OOKIPJACIWY Eival EVTOG TWV PUOIOAOYIKWY OpPiwV,
gival ydAAov arriBavo ot K&trola dlatapayr Twv AIOTTETAAIWY gival uTTeUBuvN
yla TNV aigoppayiki didbeon. Av ol TTapatravw diadikacicg dgicouv diarapaxn
oTn AiIToupyia Twv alpoTTreETaANiwY TOTE XpeIGlovTal TTEPAITEPW ECETATEIG.

O1 KupI0TEPEG PEBODOI EAEYXOU TNG AEITOUPYIKOTATAG TWV QIPOTTETOAIWY gival:

BAZIKEZ EZETAZEIZ INA TH AIEPEYNHZH THZ MPQTOINENOYZ
AIMOZTAZHZ

Xpovog pong

O xpobvog pong (BT) trepiypd@nke yia Tpwtn @opd atrd tov Duke (1910) kai
MEXP!I TIG apxég Tou 1990 atroteAouoe Tn povadikr dOKIPATia eKTIUNONG TNG
aigotreTaAloKnG Aeiroupyiag. [Lind SE., 2002.] Katd Ttnv Ookiyacia auTh
METPATAI O XPOVOG TTOU ATTAITEITAI JEXPIG OTOU OTAUATACEI N POr) TOU AipaTog,
METG aTTd TTPOTUTTOTIOINUEVN TOMN ME €10IKA BeEAOvVa | vuoTépPl, 0TO AoBS Tou
auTioU, BaBoug TrepiTtou 3 - 4mm, kai okouTriCoviag To aipya k&Be 30
OeUTEPOAETTTA WE BINONTIKO XaPTi. ZUVvRBWGS 0 XPOVOG gival TTEPITTOU 2-5 min.

Eikéva 11: Xpovoc por¢ ue tn ué6odo Duke.

Mia GAAn péEBodOC PETPNONG TOU XPOVOU PONG TTOU TTEPIYPAPNKE ATTO TOV
vy (1941). ZTn péBOdO auTH TTPAYUATOTTOIEITAI TOUr OPIOPEVOU WAKOUG Kal
Babouc oTto Oéppa TNG TPOCBIAG ETIPAVEIOG TOU avTiBpaxiou, META aTTO
epappoyn mieong 40mmHg pe agpobdAapo oTo PBpaxiova peE VUOTEPI N
apyoTEPQ UE EIBIKEG OUOKEUEG (PUOIOAOYIKOG XpOVOS 2-10 min).
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Eikéva 12 : Xpovog por¢ (uéBodog Ivy)

MAgovekTAMATA

o In vivo éAeyxog TNG aipéoTaong, Xwpeig TNV EUTTAOKA GAAWY OUCIWV.

. POnvn péBodog TTou dev aTTaITE 181AITEPO EGOTTAIOUOG.

MeiovekThpaTa

o OTwxnA eTTavaAnyigoTnTa.

o XpovoBopa.

o XapnAn euaioBnoia

o Aev  eival  €1dIk €g¢€Taon a@ou TTapdracn Tou  XPOvou  Pong
TTOPATNEEITAI OTIG OIATAPAXEG AEITOUPYIKOTATOG TWV QIPMOTTETOANIWY  OTTWG
BpoupoacBéveia  Glanzmann, ouUvdpopo Bernard-Soulier aAAd kai o€
dlaTapaxég Twv ayyeiwv kal otn vooo von Willenrand.

o Aev gival TTpakTIKr KOT& TN 1adIKaCia XEIPOUPYIKWY ETTEMRACEWV.
° ATTQITEI EPTTEIPOUG XEIPIOTEG.
o YTTOKEIPEVIKN EKTIUNON TOU QTTOTEAECUATOG.

To ammoTtéAeopa emnpeddetal atrd TN ouvEpPyaoia Tou acBevr), TRV TTOIOTATA
Tou OféppaTtog, Tn Bepuokpacia, TRV nAIKia Tou acBevr], Tov QpIBPUO Twv
aigoTreTaAiwy Kal To BaBog Tn¢ Topns. [Rodgers RP, and Levin J., 1990.]

PFA-100

To PFA-100 cival pyia cuoKeun TTOU EU@AVIOTNKE yia TTPWTN @opd 1o 1996
TTOU €KTIMA T OUVOAIKR AgIToupyia Twv AIJOTTETAAIWY KATW a1Td OUVONKEG
UWnANG dIaTuNTIKAG TAONG KOl EAEYXEI TNV IKAVOTNTA TWV AIYOTTETAAIWV va
TIPOOKOAAWVTAI KAl VO CUCOWPEEUOVTAI O CUVBONKEG TTOU TTPOCOPOIAJOUV HE
QUTEG in Vivo.
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Eikéva 13: Juokeunp PFA-100

21N MEBOOO auTr] OAIKO aiua, META aTmd OUAANOYA HE KITPIKO VATPIO
avappo@aTtal uttd OUVOAKES ouveXOUG apvNTIKNAG TTiEoNg atmd 10 owAnvaplo
MéOW €VvOG TPIXOEIDOUG Kal MIag OTTAG (147um) OTnv  ETTIQAVEID  HIOG
MEMBPAVNG, N oTToia ETMIKOAUTITETAI HE  KOAAayovo kai emmiveppivn (CEPI) A
KoAAayovo kal ADP (CADP). H TTapouadia Twv aywvVvIoTWV TwV AIJOTTETAAIWYV
O€ OUVBUAOUO WE TIC OUVORKES UWNAAC SiaTtunTikAS Tédong (5000 — 6000s™)
TIPOKAAEI TTPOOKOAANGCH, €veEPYOTTOINON KAl CUYKOAANON TWV QINOTTETAAIWY,
OXNMOTIONO AIPOTTETAAIOKNG TTAAKOG Kal atro@pagn TG oTtAG. AgloAoyeital o
Xpovog kAeioipatog (Closure Time -CT), OTov OTIOi0 TA QIMOTTETAAIQ
ammo@pdlouv Tnv OTTA TNG MEUPPAVNG, N OTTOoIO AvVATIAPIOTA TO TPAUNATIONEVO
evdobnAio.
[MAeovekTrpaTa:
o Mrtropei va xpnoipoTroinBei atmd un €€EIBIKEUPEVO TTPOCWTTIKO.
o Taxeia e¢€Taon (u€yIoTOg Xpodvog ouykAiong 300 sec).
o Amaitei  pikpry TT000TNTA OAIKOU @ipatog (0.8ml/ cwAnvdpio) kai
1I010iTEPA XPNAOIUN Yia TNV agloAdynon TnG AEITOUPYiag TwV AIUOTTETAAIWY O€
TTaIdId.
o To PFA-100 Bswpeital kaAuTtepn €gétaon atmd 10 XpOvo Pong yia Tnv
aviXVeuon Twv dIAaTapaxwy TNG TTPWTOYEVOUS aiudoTaonG.
o Aev eTnpeddeTal amd TOug TTaPAYovTEG TTACEWGS Kal TIG dIATAPAXES TOU
QYYEIQKOU TOIXWHOTOG.

MelovekTuaTa:
Ta atmmoteAéopara Tou PFA-100 etnpeadovTal atmod TIG €€AC METARANTEG:
e JUYKEVTPWON TOU KITPIKOU VOTPIOU OTO OWANVAPIO algoAnyiag. 2e€
OUYKEVTPWON KITPIKOU
vaTtpiou 3.2% avTi 3.8% TapaTtnpeital ueiwon Tou XpOvou KAEICINATOG, OTTOTE
TIPETTEL VO XPNOIYOTIOIEITAI OTTO TA €PYACTHPIA WIG OTABEP) CUYKEVTPWON
KITPIKOU Kal KABOPIOWOS TIHWY ava@opdgs. O1 QUCIOAOYIKEG TINEG avaPOPAS VIO
OUYKEVTPWON KITPIKOU 3.2% eivai:
CT: 79 — 164 yia 10 Quoiyylo CEPI kai
CT: 55-112 yia 1o @uaiyyio CADP.
e H e&éraon TTPETTEl va TTPAYMATOTIOIEITAI EVIOC TWV 4 wWpPWvV atmmd TNV
algoAnyia.
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e Ta amoteAéopaTa TnNG e€ETaONG ETTNPEGCOVTAI ATTO TOV AIATOKPITN KAl ATTO
TOV apIBuod

TWV aigotreToAiwy. e Hct<25% kai PLTs<100000/pl, o CT augdavetal

TTPOOJEUTIKA, XWPIG aQUTO VA CNUAivel aTTapaitnTa AIJOTTETAAIOKE dlaTapax).

e ETmmpeddeTal ammo Tnv opdda aipartog. ‘Etol raparnpeital mapdrtacn tou CT
o€ aoBeveig

ME opdda aipatog O, emeIdf Ta ATopa auTd €Xouv XaunAoTepa etTiTreda VWI

Kai kaBwg o CT civar avrioTpOQwg avaAoyog Twv  ETITEOWV NG

opacTikdTNTAG Tou VWT 0TO TTAdO Q.

e Emmpedletal akoéun amdé  @dppaka  (aoTpiv, PN OTEPOEIdN
QAVTIQAEYUOVWON PAPHOK

TTOU avaoTéENAOUV TV KukAooguyevaon A2 kal Trapateivouv 1o CT yia to CEPI

aAAG Ox1 yia To CADP.

e H nAikia @aivetal va emmnpeddel To CT (veoyvda: pikpdg CT Adyw uywnAou
Hct kai

TTapouCiag uwnAou Popiakou BAPOoUG TTOAUPEPWY ToU TTapdyovTta VIWK).

e Mepikd TPOQIUa Oivouv Weudwg BETIKA atroTEAEOUATA IDIAITEPA VIO TO
CEPI.

e Agv civar euaiocbntn péBodOG yia T dIdyvwon Twv aIoOpPPOPIAILV
(eMeipeig Twv FVIII,

FIX, FV, FXI ka1 FXIl aAAG eival guaioBntn otn didyvwon TnG vOoou von

Willebrand.

e Mropei va dwoel Yeudws apvnTIKA atroTeAéopaTta ot OIATAPAXEG TwV
aigoTTreTOANiWY OTTWG OTn storage pool disease, oto ouvdpopo Hermansky
Pudlak,kATr.

= > = @& Aperture
/n Vivo Haemostasis PFA-100~ ";;' e
LY — - eptisari
Endothelium =28 aoan \L
ADP ———fF—— Membrane
L} ;uncpln::c)@—;j%o Callaven
Collagen STEET IR o=
g IR IS
.
Wi “ac
v =
L)
(0]
Platelet
FLOW
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5000 - 6000 s -! = — - -
‘H 2001 m

Color Plate 4, Fig. 2 (see discussion in Chapter 18, p. 217.) Cross-section of cartridge
>) showing the principle of the PFA-100 test, which mimics the high-shear

(right-hand side
dependent platelet adhesion and aggregation (left-hand side) (courtesy of Dade-Behring)

IXAMA 7 2XNUATIKH avammapaoTacn 1S apxngs tne pebddou PFA-100 oe
ouvOnkeg mou poiddouv e TIS in Vivo.

[Francis JL., 2004, Favaloro EJ., 2001,. Posan E, 2003]
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Mivakag 2: Aiarapaxéc Twv aipotreraliwv: ammoreAéouara armro tnv €ETacn e

PFA-100.
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OpouposAaocToypagia

H texvikn TG BpoppPoclacTtoypagiag TTpwTtoe@apudoTnke atrd tov Hellmut
Hartert to 1948, aAAG n Xprion NG TTAPEPEIVE TTEPIOPICHUEVN LEXPI TN OEKAETIA
Tou 1980, 6TaV €TTAVAXPNOILOTTOINONKE 0T dlaxEipion Twv TTPORANUATWY TNG
alpéoTaong, otn OIAPKEID PETAPNOOXEUOEWV NTTATOG KAl KAPOIOXEIPOUPYIKWV
ETTEPPACEWY PE KAPDIOTTVEUHOVIKO by pass (Jackson GNB, et al, 2009).

Eival yia epyaotnpiakr né6odog n otroia YeTpd TIGC PETABOAEC OTNV yAoIOTNTA
Kal EAaOTIKOTNTA TOU aipgaTog Katd 1n didpkeia NG TTAENG Kal TG dnuioupyiag
Tou BpouPou. H péBodog autr) ekTeAciTal e deiypua OAIKOU QiaTOG KAl TTAPEXEI
duvatoTNTA EKTINNONG TWV QUOIKWV IB1I0TATWY Tou BOpduPou, o1 OTToiEg
eCaptwvtal ammd TNV aAAnAeTTiOpaon Twv algoTTeETaAiWY, ToUu IVWOOYOVOU Kal
TWV TTPWTEIVWV Tou TTAdopaTOoG. Eival emmopévwg gpyaocTtnpiakn €¢étacn n
oTToia0 APOPd Kal Kataypd@el OAEG TIG QACEIS TG AINOOTACNG (EVEPYOTTOINON
KOl CUCOWPEUOT TWV QIMOTTETOAIWY, OXNUATIONOG, OTABEPOTTOINON, CUCTOAN
Kal T Auon tou Bpoufou - IvwdOAuon -), Ol OTTOIEG AVTIKATOTITPICOUV TNV
aigoéoTaon in vivo. ZAuepa cival d1ab£01ueg dUO CUOKEUEG TTOU XPNOIKOTTOIoUV
TIC opxés TnG OpouPoecractoypagioc n TEG (BpouoeracTtoypagia,
thromboelastograph - TEG® - ) kai n ROTEM (mmepioTpo@ikn
BpouBochacTopeTpia, rotation thrombpelastometry - ROTEM® -). O1 apyxég
AeiIToupyiag Twv dUo peBOdwWV eival TTapdpoleg, dedouévou OTI Kal dUo PEBOdOI
KATAYPAPOUV TTANPOPOPIEG OXETIKEG HE TIG I1IEWOOEAAOCTIKO TTPOPIA  TOU
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oxnuaTi{opevou Bpoupou, otn didpKEId TNG TNENG TOU QipaTtog Kal Tng
IVwdOAuong, aAAd n ROTEM artroteAei e€eMiypévn popen TG TEG kai diagépel
ammdé AuTrl OTOV TPOTTO KATAYPA®AG TwV METABOAWV, oTn OIGPKEID TNG
dladikaoiag TG TNENG, OTnNV ovouatoAoyia Twv TIAPAPETPWY KOl OTIG
(PUOIOAOYIKEG TIMEG.

Apxéc Asitoupyiac Tn¢ BpouBoslacToypagiac

O1 peTpAoEIg OTIC OUOKEUEG BpouBoeAacToypagiag yivovial o€ autoUuoio
OAIKO aipa, Xwpig TNV TTPo0BrKN avTITTNKTIKWY Kal divouv Ta TTAéov agidtmoTa
amroteAéopata. MNap’ 6Aa autd ouxvd XPnOILOTTOIEITAl KAl aipa N oUAAoyR Tou
OTTOioU €yIVvE O€ QIOAIDIO TO OTTOIA TTEPIEXOUV KITPIKO VATPIO WG AVTITTNKTIKO.
2TIC TIEPITITWOEIC QUTEG €MIRAAETAI N TPOOBNAKN acfecTiou yia TNV
EVEPYOTTOINON TNG TTMENG TTPIV TNV évapén TNG £¢ETaong.

H Baoik Aeimoupyia tng TEG trepihauBdver tTnv emwaon 360 pl oAikou
aipatog otoug 37°C, oe éva Bepuaivouevo KUAIVOPIKG TTAACTIKO CwANVApIOo.
Méoa oto cwAnvaplo BubieTal yia akida n otroia cuvdéeTal pPe éva ouaTnua
avixveuons. To cwAnvdpio kai n akida KivouvTal ouvOUAOUEVa, HE apyn
TaAdvTwon o€ ywvia 4° 45’ kal pe TTeEPIodIKO Xpovo 10 KUKAwV /AETTTO, PE TN
dlagopad o1 otnv TEG kiveital To cwAnvapio evw otn ROTEM kiveital n akida
Kal To owAnvdpio Trapauével oTaBepd. H TTePIOTPOPIKA  Kivnon Tou
owAnvapiou peTadideTal 0TV aKida Pévo OTav 1vidla AIJOTTETAAIWY — IVIKAG
TToU oxnuati¢ovTal oTn didpkeia TTHENG TOU QiATOC CUVOETOUV PETAEU TOUG TO
OwANVApIO Pe TNV akida. Me TO oxXNUATIONO TwV IVIDIWV IVIKAG N Kivnon Tou
owAnvapiou peradidetar otnv akida (TEG) | mapeutrodileTal n Kivnon NG
akidag (ROTEM). H 10x0¢ Twv vIdiwv autwyv €1TnNEeddlel 10 PEyebog Twv
KIVAoEWV TNG akidag. 'ETol o1 1Ioxupoi BpduBol TTpokaAouv TauTdxpovn Kivnon
TNG akidag Pe TNV Kivnon Tou cwAnvapiou. KaBuwg o1 Bpoupor diaAvovtai ol
ouvoEoeElg PETAEU owAnvapiou Kal akidag dIacTrwvTal Kal n PETaPoPa TNng
Kivnong atrdé 10 cwAnvapio otnv akida peiwvetal. O1 KIVAOEIG TNG akidag, Ol
OTTOIEG avTavaKAOUV TIG UETABOAEC EAAOTIKOTNTAG TOU BpOUPBOU, HETATPETTOVTAI
0€ NAEKTPIKO ONUA, OTTO €vav PNXAVO - NAEKTPIKO METATPOTTEQ, TO OTTOIO
KaTaypA@eTal o€ éva TTPOYPAUMA UTTOAOYIOTH KAl YiVETAI QUTOUATN avaAuon
TWV ATTOTEAECPATWY KAl QTTOTUTTWON O€ YPAPNUa.

O1 ouokeuéc TEG kai ROTEM &iaB6étouv évav apiBud avedptntwv
KavaAlwy, HEOW TWV OTToIWV EMTPETTETAI N TauTdéxpovn 1  O1adoxIKnA
eTeCepyaaia SIaPOPETIKWY OEIYUATWY aiuaTod.

Mapdperpol NG BpopBoeAdacToypagiag (TEG)

e Xpovog avridpaong (reaction - R - time): avTITTpoowTTeUEl TO XPOVO aTTd
TNV évapén Tng dokipaaoiag péExpl tn Evapén dnuioupyiag Tou Bpoupou Kal
OUYKEKpPIPEVA PEXPI TR dnuioupyia ypagAuatog 2 mm (¢.1. 15 — 23 min oTo
auToUaOl10 aipa Kal 5 — 7 min peTd atmd PooBrKn KAaoAivn). AVTIKOTOTTITRICE!
TA ETTTEDQ TWV TTAPAYOVTWYV XWPIC VA OXETICETAI TTAVTA UE TIG TIMEG TWV
PT i aPTT.

AvtioToixn mapdueTpog otn péEBodo ROTEM: Xpovog 1gng (Clotting time -

CT-)

MaparteiveTal o€:

o Avetrdpkeia Tapayoviwy THENG
o AVTITINKTIKI aywyn
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o 2oBapn utroivwdoyovaiuia

o 2oBapr BpoupoTtrevia
*YynAég TigéEG R time eivarl £vdeign xopriynong FFP.
MeiwveTal o€:

o 2UVOPOMA UTTEPTTNKTIKOTNTAG

2.€ TTEPITITWOEIG OTIG OTTOIEG ATTAITEITAI TAXEIQ EKTIMNON TNG AINOOTACNG, OTO
Ociypa Tou aipatog TTPOCTIOETAl I0TIKOG TTapdyovTag (tissue factor), o oTT0iog
TIPOKAAEI Taxeia dnuioupyia Tou péyioTou peyéBoug Tou BpouBou og 10 min
aAAd kal Bpdxuvon Tou Xpovou R.

O xpdvog R cival guaioBnTog o€ TTOpouUCia akdun Kal IXVWV Nrrapivng yr
aQutd N XPNon owAnvapiwv ETTIKAAUPPEVWY WE NTTOPIVACN ETTITPETTEI TNV
eKTipnon TnG aiuéoTaong Pe BpopPoclacToypagia o€ aoBeveic UTTO BepaTreia
ME NTTapivN.

e Xpoévo K (K time): cival o xpdvog TTou aTTaITEITAI YIO TNV dIACTIACN TOU
Ivwdoyovou atrd Tn Bpoufivn Kal TO OXNUATIONO IVIKAG HE OTTOTEAECUA TN
onuioupyia Bpoupou opiocuévng oTaBepoTnTag (@.1. 5 — 10 min OTO
auTtouaolo aipa kai 1 — 3 min petd amd TpooBrikn KaoAivn). AvTIOTOIXEI OTO
d1doTnua dnuioupyiag ypaeriuarog 2mm — 20mm.

AvtioToixn TmapdueTpog otn uéBodo ROTEM: Xpdvog oxnuaTtiopou Tou

Bpoupou (Clot formation time - CFT -)

MaparteiveTal o€:

o Avemrdpkela rapayoviwy TTHENG
o YTrolvwdoyovaiyia

o OpoupoTtrevia

o OpoppokuTToTTaBEIT

*YynAéc Tiuég K time eival €vdeiEn xopriynong KpPuoiCAUOTOG (TTEPIEXE!

Tapayovteg VI, X, VWF kai ivwdoyévo).

MeiwveTal o€:

o 2UVOPOMQ UTTEPTTNKTIKOTNTAG

e Twvia a (a angle): cival N ywvia geTagu TNG opICOVTIAS YPAUUAG Kal TNG
EQPATITOUEVNG OTNV KAUTTUAN OTO ONUEIO €UPOUG TOU YPAPAMATOG 2 mm
(p.1. 22° — 38° oT1O AUTOUOIO aipa Kal 53° — 67° WeETG Ao TTPOCOAKN
KaoAivn). AvTITTpooWwTTEUEl TO PUBUO OYXNUATIOPOU Tou BpOuPou Kal PETPd
TNV TaXUTNTQ OXNUATIOMOU TNG IVIKAG Kal TNG OTaBepoTroinong Tou
BpouPou pe TN dnuioupyia TTAQYIOTEAIKWY OECPWYV METALU Twv IvISiwV
IVIKAG.

AvtiaToixn TTapdueTpog otn péBodo ROTEM: Nwvia a

AUENon NG ywviag a gival evOEIKTIKA TaxUTEPOU OXNUATIONOU Tou Bpdupou

Kal TTapaTnpEiTal o€:

o YTEPTINTIKEG KATOOTATEIG

Meiwon TnG ywviag a TTapartnpeital oe:

o YTmoivwdoyovaiuia
o OpoppoTtrevia

* Meiwon Tng ywviag a gival £voeitn xoprynong KpuoilriuaTtog.

e A5,A10,A15 KATT: €ival TO €UpOG TTOU ATTEKTNOE O BPOUPOG O XPOVOUG
5,10,15 min

e Méyioto péyefog TOou OpoupBou TPIV TNV IVWOOGAUoNn (maximum
amplitude - MA -): avniTTpOOWTTEUEl TN MEYIOTN 10XU TNG TEAIKNAG
QIMOOTATIKAG  TTAGKAG N OTroia  atmoTeAsiTal  ammd  vidia  IVIKAG  Kal
QIMOTTETAAIO, Ta oTroia ouvdéovtal péow Twv GPIIb-1lla uttodoxéwv TOUg
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KAl OXETICETAI JE TN AEITOUPYIKOTNTA TWV AIMOTTETAAIWV (P.T. 47 — 58 min
OTO aQuTOUCIO aipa Kal 59 — 68 min petd atmrd TTPOCOnKNn KaoAivn).
AvtioToixn TapaueTpog otn pEBodo ROTEM: Méyiotn o1aBepdtnTa Tou
Bpoupou (Maximum clotting firmness - MCF -).
Au¢non Tou MA TTapartnpeital o€:
o YTTEPTINTIKEG KATOOTAOCEIG
Meiwon Tou MA TTaparnpeital o€:
o YTroivwdoyovaiia
o OpopupoTtrevia
o OpopBokutToTTabEIa

* Meiwon Tou MA gival £vdeIgn Xoprynong QIJOTTETAAIWV.

e [loocooTé AUong Tou BpouBou oe dedopévo xpovo, 30 R 60 min (Clot
lysis, CL30, CL60): cival n % peiwon Tou peyéBoug Tou BpduBou 30 r) 60
min PeTa Tnv Onuioupyia Tou MA Kal atroTeAei PETPO EKTINONG TNG
IVWOOAuUoNG (®.1. <7.5% oTO auUTOUCIO Qipa).

AvrTioToixn TTapdpeTpog otn PéBodo ROTEM: Auon (Lysis, L30, L45, L60)

* Au¢non Tou CL30 cival £€vdeign xopriynong avtivwdoAUTIKWV QAPHAKWY.
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60 mm
20 mm

(ML) [%]

Maximal Lysis

Firmness
90 mm
Maximum Clot
Firmness
(MCF / MA) [mm]

; §Clomng time (CT /r) [sec]
EJ Clot formation time (CFT / k) [sec]

Eikéva 15. OpouBosAacroucrpia (ROTEM®)
Me n uéBodo ROTEM uTtrdpxel n duvatotnta eKTEAEONG ETTITTAEéOV DOKIUACIWV:

INTEM: Tepiéxel, wg evepyoTtoiNTEG, QWO@OAITTIOIa Kal €eAAayIKO 0&U Kal
TTapEXEl TTANPOPOpPIES TTapOOIES PE auTEG ToOu APTT.
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EXTEM: Tlepi€xel 10TIKO TTAPAYOVTA, WG EVEPYOTIOINTA KAl  TTAPEXEI
TTANPOPOPIES TTAPOUOIEG JE AUTEG Tou PT.
HEPTEM: Mepi€xel Auo@iAoTroinuévng NTTapivaon yia Tnv €EoudeTEpwon TNG
nTapivng
APTEM: lMNepi€xel atmrpoTivivn, TTOU EEOUDETEPWVEI TNV IVWOOAUOT).
FIBTEM: Xpnolwyotroigital  kKutoxaAaoivn D, avacTtoAéag 0O  OTT0iog
TTOPEUTTODICEI TN CUPPETOXN TWV AIYOTTETAAIWY OTO OXNUATIOUNO Tou Bpduou
Kal ETTPETTEI TNV TTOIOTIKA avAAuon TOU IVWOOYOVOoU.
ECATEM: MNepi€xel Ekapivng (Ecarin) Kal €ival TTapOPoIog JE TO XPOVO TTMENG
Ekapivng. H dokipaoia eivalr euaiobntn otn mmapoucia GUECWY AVAOTOATWV
NG Bpoupivng (practical-haemostasis.com).
E@apuovég TnG BpouposAacToypaiag

H BpouBocAacToypagia cival €ykupn Kal agldtmoTn PéBodOG eKTiuNoNG TNG
aipoéoTaong. Mapéxelr TN duvatOTNTA E£QAPUOYAS TNG MEBODdOU «TTaPd TNV
KAivn» Tou aoBevoug 11 péoa OTO Xelpoupyeio kal Oivel Tn duvaroTnTa
OUVOAIKAG €KTIiPNONG TOU dAIYOCTATIKOU PNXAVIOPOU eviog 30 AETITWv.
XPNOIUOTTOIEITAI EUPEWG OTIG HETAPNOOXEUOEIG ATTATOG, TIG KAPOIOXEIPOUPYIKEG,
VEUPOXEIPOUPYIKES, QYYEIOXEIPOUPYIKEG KAl MAIEUTIKEG ETTEUPAOCEIS, OTOUG
TTOAUTPAUUATIEG KOBWGS Kal yia TNV TTapakoAoubnon kai Tnv agloAdynon 1ng
Opdong €IdIKWV QAPUAKWY OTTWGS Ol AvTaywVIoTES TNG YAuKoTTpwTEivng llb-Illa
(GPlIb-llla antagonists). Me Tn péBodo auTr) avayvwpifetal £ykaipa O
QIMOPPAYIKOG KiVOUVOG (MEiwuévn oTaBepdTNTA BPOUBOU, UTTEPIVWDOAUCN) KAl
TTPoOBAETTOVTAI  AKPIBECTEPA O QVAYKEG METAYYIONG dipatog 1 AAAwv
Tapaywywyv aipyatog (aigomretahia, FFP). EmmAéov epappoletar Kai oTn
dlgpelvnon Tou BPOUPBWTIKOU KIVOUVOU O€ UTTEPTTNKTIKEG KATAOTACEIG KAl OTN
xopriynon avacuvduaouévou evepyoTroinuévou Ttrapayovra VI (rFVila) n
TTPOBPOUPIVIKOU CUUTTAEYUATOG O QOBEVEIG E AIOPPOPIAIQL.

A

[[HIl

G

ZxAHa 8: OpouBocAacroypapruara. A: ducioAoyikd, B: mapdraocn xpovou K
(avrirTnkTiIKn aywyn, éEAAeipn mapayoviwy 1mnéng), C: ueiwon MA
(6pouBortrevia, avriaiuotreraAiakn aywyn), D: ivwdoAuon, E: utrepTTnKTIKOTNTA,
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F: diayurn evoayyeiakn mién, G: TeAIk6 aradio diaxutng evoayyeiakns mnéng
(urrorrnkrikornta). (Raffan-Sanabria F, et al, 2009).

O1r1IKA (BOAWOIPETPIKA) cuCOWHATOpETPIa (Light Transmission
Aggregometry - LTA -)
Apxég TG peB6doU

YTTO QUOIOAOYIKEG OUVONRKEG, in Vivo, Ta AIJOTTETAAIA TTPOOKOAAWVTAI OTO
KOAAayovo Tng utrevdobnAiakig oTIBAd0G, CUCOWPEUOVTAl KAl EKKPIVOUV TO
TTEPIEXOPEVO TWV KOKKiWV TouG. lNa 1n diadikaoia auTtry atraiTeital, EKTOG atro
QIMOTTETONIO PE  OKkEépala PePPBpdavn kal o Trapdayovrag von Willebrand
(TTPOOKOAANCN), TO IVWOOYOVO TOU TTAAOHUATOG KAl N QUOCIOAOYIKR €KKPIOT TOU
TTEPIEXOMEVOU  TWV  OPYAVUAAIWY  Twv alpoTreToANiwy  (oucowpeuon). H
TIPOOKOAANCN, CUCCWPEEUCN KAl €KKPION TWV KOKKIWV TwV AIMOTTETOAIWV
MEAETATAN PE TN HEBODO CUCCWPEUONG TWV QINOTTETAAIWY (aggregometry).

H pébodog avamtuxbnke atd toug Born kai O’ Brien 10 1962 Kal €KTOTE
armmoteAei 1O ‘gold standard oTn  PEAETR  TNG  AEITOUPYIKOTNTAG  TWV
AIPOTTETOAIWY. MEAETA TNV IKAVOTATA dIAPOPWY AYWVIOTWV VA TTPOKAAOUV
EVEPYOTTOINGCN KOI CUCCWPEEUCT TWV QIMOTTETAAIWY in Vitro. ZAPEPA UTTAPXEI
ouvaToTNTA N MEAETN QUTH va YiveETAl O OMNIKO Qipa Kal va ouvOuddeTal e
METPNON TNG €kKpiong Tou ADP atmdé Ta TTUKVA CWHATIO TwV AIJOTTETAAIWV
(Born GVR., 1962).

21NV KAQOOIKN PEBOdOG Tou Born xpnoigotrolgital deiypa aipatog (~12 —
15ml) To otroio cuAAéyeTal o€ @IaAidIa TTou TTEPIEXOUV KITPIKO VAaTpIo 03.2%,
oe avaloyia 1:9 kai diatnpeital oe Beppokpacia 18° - 24°C. To Odeiyua
QuyokevTpeital ota 170 - 200g yia 10 - 15 AeTITA KAl ATTO AQUTO ATTOXWPICETAI
Kal xpnoigoTrolgital To TTAdopa TTAoucio o€ aiyotreTdAia (Platelet Rich Plasma
- PRP), Trou Trepiéxel ~ 200 — 400 x 10%/L aigotretdhia. To TTAGONA TWXO OF
aipotreTdAIa (Platelet Poor Plasma - PPP) Aaudvetal ammdé 10 uttdAoITTo dipa
TO o1roio QuyokevTtpeiTal ota 15009 yia 15 Aetrtd. PPP kai PRP petagépovtal
o TIAQOTIKA @IaAidIa Kal TTapapgévouv  yia TouAdxiotov 30 Aemrtd o€
Bepuokpacia dwuatiou. Otav o apiBudc Twv aigotreTadiwv oto PRP eival
UWnAGG, N ETPNON YiVETAI HETA ATTO TTPOCAPHOYA TwV TIHWV OTIG ~ 200 — 400
x 10%/L, Trou emTUyXdaveTal de apaiwon Tou PRP oto PPP Tou aoBevolc. To
PRP mpétel TTvTa va a1toBnKeUETAl O€ EPUNTIKA TTWHATIOYEVA owANvApIa, Ta
oTToia Ta YEMI(OUPE €VTEAWG, WOTE va atmro@euxBouv aAAayég Tou pH, TTOU
eTNPEAdouV TN  OUCCWPEUON TWV  AIJOTTETOAIWY Kal  TIG  OOKINOOIES
atreAeuBEPWONG Twv VOUKAeOTIBIwvV. O1 YETPROEIC TTPETTEI va yivovTal eviog 3
wpwv atrd TNV algoAnyia kai TouAdxiotov 30 AeTTTd PETG TNV TTAPACKEUN TOU
PRP (Christie DJ, et al. )H péBodog oTnpiletal oTO Yyeyovog OTI Ol
OUCOWPEUCEIG TWV AIMOTTETOAIWY ATTOPPOPOUV AIYOTEPO YW atrd To PRP Kal
ETTOPEVWG N METADOON TOU QUEAVEI Kal aviXVEUETAI ATTO TO OTITIKO GUCTNHA TNG
ouokeung. To péyebog kal 0 puBudg PETABOANG TNG OTITIKAG TTUKVOTNTOG
eCaptatal atrd 1O €i0OC TOU AYWVIOTA TTOU TTPOKOAEI TN CUCCWPEUON TWV
QIYOTTETAAIWV.

MéBodog

H peAéTn yivetal pe T xpAon €101koUu CUCOWUATOUETPOU (aggregometer),
TTOU €ival €va QWTOPETPO KAl QEPEI PIA TTNYH QWTOG, UTTODOXEIGC OOKIPACTIKWY
owAnvapiwy, TTEPICTPOPIKO MAYVATN OCUVOEOPEVO ME MIa PETAAAIKN pdpdo
avadeuong, TIOU TOTTOBETEITAl PECA OTO EVAIWPNUA TWV  AIYOTTETAAIWY,
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BepuooTdrn yia diatrpnon g Bepuokpaciag Tou dgiyuarog otoug 37°C kal
OTITIKO OUOTNUA, TO OTI0I0 UTTOOEXETAlI TO QWG KAl TO METATPETTEI O€
NAEKTPOVIKO Ofua, TTOU ATTOONKEUETAI ] EKTUTTWVETAI ME YPOQPida UTTd Hop@n
KAUTTUANG.

To PRP (0.5 — 1 ml) TotroBeTeiTal 0TN CUOKEUN, N OTToia £XEI TTPOBEPUAVOEI
otoug 37°C, o€ KuyeAida n otroia BpiokeTal JETALU TNG QWTEIVAG TTNYAS KAl
TOU QVIXVEUTH QWTOG Kal TreEpIEXEl pia pdBdo avadeuong. H  pdadog
TEPIOTPEPETAI PayvnTIKA ota 800 - 1200 rpm Kal n METAdOON TOU QWTOG
dlapéoou Tou TTAAOPATOG KATAayPA@ETAl ATTO TO QWTONETPO WG 0% yia To PRP
kal 100% yia PPP. Metd amd 8éppavon Tou PRP oToug 37°C yia 2 Aemrtd
TIPOCTIOEVTAI Ol AYWVIOTEG, APXIKA O€ XOUNAEG DOOEIG KAl OTN OUVEXEIQ, AV OEV
uTTdpxel atrdvinon, o€ uwnAotepeg. Me Tnv TTPOoOBAKN TwV AywvIoTWV
(koAAaybévo, ADP, Bpouivn, adpevaAivn, pIOTOOETIVR, KATT), T QIMOTTETAAI
gevepyoTrolouvTtal, aAAGCouv oXAPa Kal PETATPETTOVTAl ATTO AU@iKoIAol diOoKOI
O€ aKAVOWTEG OQPAIPEG.

OPTICAL PLATELET AGGREGOMETRY: BORN PRINCIPLE

i

Eikéva 16: Omrrikn) (BoAwaoIUETPIKN) HEBOOOS CUCCWPEUCNS QIUOTTETAAIWY

H oA\ayl oxnuatog TTpoKOAEi  TTapodIKr) peiwon TG  PETAdoOoNG
(atroppdPnONG) TOU PWTOG, N oTToia OPWG akoAouBeiTal ammd peydAn augnon
NG peradoong (100%) AGyw TOU OXNMUATIOUOU TWV CUCCWPEUUATWY TWV
QIYOTTETAAIWV.

H karaypa@ouevn amavinon TwV  AIJOTIETOANIWY OTOUG  QYWVIOTEG
mepIAauBavel: Tn AavBdavouoa @don (lag phase), Tnv aAAayri oXAMOTOS Twv
QIYOTTETOAIWY, TNV TIPpWTOYEVA Kal T OEUTEPOYEVH] OUCOWPEUON TWV
QIMOTTETOAIWYV EVW Ol TTOPAPETPOI O OTTOI0I JETPWVTAI gival 0 puBuodg (slope)
TNG OUOOWPEUONG Kal To pEyeBog R 1o TO00O00TO (emmi TOIG %) TNG
OUCOWPEUONG O€ Wia opiopévn xpovikn Trepiodo (Hayward CP, et al., 2008).
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AYWVIOTEG TWV AIJOTTETAAIWYV

YTTdpyxouv dUO0 TUTTOI AywVIOTWV TWV AIMOTTETAAIWV: 01 I0XUPOoi (KOAAaybvo,
Bpoupivn, TXA2) 1TOU TTPOKOAOUV AUECO CUCOCWPEUCT TWV QAIJOTTETAAIWY,
ouvBeon TXA2 kal €KKPION TwV KOKKiwv Kal ol aoBeveic (ADP, emiveppivn),
TTOU TTPOKAAOUV OUCCWPEUOTH, XWPIG €KKPION  Twv KOKKiwv. O1 1oxupoi
AYWVIOTEG, OTAV XPNOIUOTTOIOUVTAlI OE XAMNAEG OUYKEVTPWOEIG, OPOUV WG
Q00eVEIC AYWVIOTEG, €V Ol OOBEVEIC AYWVIOTEG AKOUN KOl Of MPEYAAEG
OUYKEVTPWOEIG OEV BPOUV WG I0XUPOI aywvioTEG. Me Tnv TTpOooBRKN PEPIKWV
a0BEVWV QyWVIOTWYV, 0€ XAUNAEG OUYKEVTPWOEIG, N KAPTTUAN OCUCCWPEUONG
gival OIQACIKA Kal OTTOTEAEITAI ATTO €va TTPWTOYEVEG KUMPA, TO OTIOIO €ival
QVOOTPEWIPO Kal £va OEUTEPOYEVEG TTOU €ival PN AVACTPEWIUO KOl OQEIAETAI
oTnNV aTTEAEUBEPWON TOU TTEPIEXOUEVOU TWV TTUKVWV KOKKIWV KOl KUPIWG TOU
ADP. & peyaAUTEPEG OUYKEVTPWOEIG TWV AYWVIOTWV Ta dUO auTd KUPaTa
ouvdouadovtal o€ €va. EMITTAéOV, N OUOCCWPEUON TTOU TTPOKAAEITAI ATTO €va
AywvIoTH €VIOXUETAI ATTO TNV TTOPAYOUEVN OTTO TA QWOQOAITTIOIA TNG
MEPBPAvVNG TXA2 Kal atrd TO EKKPIVOUEVO aTTO Ta TTUKVA KOKKia ADP.

Secondary Wave
Release of nucleotigés

Primary Wave

|

[

Baseline —» —\/

T

IxApa 9: Aipadikn KauTTUAN CUCCWPEUONS QIUOTTETAAiWYV

Shape Change

Addition of agonist

e ADP (xaunAég d6oeic: 1, 2.5, 5 ymol/L, upnAfj 86on: 10 pmol/L)

To ADP ouvdéetal e Tov ummodoxéa P2Y1 otnv em@daveia Twv
aigoTTeETOANIWY, TIPOKOAEI PETABOAEC TOU OXAMOTOC TWV  QIYOTTETAAIWY,
KIvNTOTTOiNON TOU €VOOKUTTAPIOU aoBeoTiou Kal Tn Onuioupyia dIQACIKNG
KAUTTUANG oucowpeuong. H KautruAn atroteAgital atmd £va TTPWTOYEVEG KUPO
OUCOWPEUONG (avaoTPEWIPO) Kal €va OEUTEPOYEVEG KUUA (UN AvOoTPEWIKO)
TTou €ival atrotéAecua TnG ékkpiong ADP atmd T1a ammoBnkeuTikd Kokkia. H
ouvdeon Tou ADP pe Tov utrodoxeéa P2Y12 1rpokaAei oucowpeuon Twv
aigoTTETONIWY  PEOW avaoToAAG Tng adevUuAkukAdong. O P2Y12  eival
uttodox€ag — OTOXOGC TnG KAOTTIOOYPEANG. YTO QUOIOAOYIKEG OUVOAKES
TTOPAYETAl VA EVIAIO AVOOTPEWIUO TTPWTOYEVEG KUMA UE TTpooBnkn <1 umol/l
ADP, dipaciki cucowpeuan e TTpooBnikn 2.5 pmol/l kai éva eviaio un
AvaoTPEWIUO KUPA pE TTpooBnikn 5 4 10 umol/l.

e KoAAayovo (1, 4 yg/mL)

To koAAayovo ouvdéetal pe Toug utrodoxeic GpVI and GPla-lla Twv
QUIMOTTETOANIWY KaI TTPOKOAEI EKKPION TWV OTTOBNKEUTIKWY KOKKiWV, TTApaywyn
TXA2, evepyotroinon Twv GPllb-llla uttodoxéwv Kal ocuoowpeuon Twv
aigotreTaAiwy. Me Tnv TmpooBnikn 1 1 4 mg/ mL koAAayodvou TrapartnpeEital
MOVOQAOIKA (XWPEIG TTPWTOYEVEG KUMPA) aTTAvVINGoN META atmé pia @Aaon

42



votépnong (lag phase), n omoia d¢ Olopkei TTEPIOCCOTEPO ATTO 1 AETITO.
AvaoToA} TNG oucowpeuong HE TTPOOBAKN KOAAaydvou Trapartnpeital o€
dIaTAPAXEG TNG KUTTAPIKAG MEUPPAVNG TWV AIPOTIETAAIWY, o0& dlaTapaxEg
€KKPIONG TWV  KOKKiwv Kal 0t AQWn aoTpivig 1 PN OTEPOEIdWV
AvTIQAEYHOVWOWY @apudkwy (Zhou L, Chmaier A., 2005).

e PioTtooetivn (XapunAEg 06o¢ig: 0.5 mg/mL / uynAn doon: 1.5, 5 mg/mL)

H pioTtooetivn TTpokaAei ouykOAANoN Twv algoTreETaAiwy, péow Tou VWEFE Kail
Tou uttodoxéa GPIb-IX-V, xwpi¢ HUETABOAN TOU OXNUATOG TOUG, EVW OTIG
UTTOAOITTEG TTEPITITWOEIG N CUCOWPEUON TWV QIJOTTETAAIWY YiveTal JEOW TOU
Ivwdoyoévou va Twv uttodoxéwv GPIIb-11la. Movogaoiki i dipaciki atravTnon
TTaparnpeeital og TPooOnkn 1.2 mg/ mL piotooeTivng. H amdvrnon o€ XaunAn
ouykévTpwon piotooeTivng (0.5 mg/ mL) gival TrTaBoAoyiki Kal XapakTnpEicel Tn
vooo von Willebrand tutrou IIB. Ta aigotretdAia acBevwv pe vooo von
Willebrand, 1TAnv autwv pe vooo Tuttou IB gu@avidouv pikpA i INOEVIK
amravinon oKOoun Kal o€ UWnAEG OOCEIC PIOTOOETIVNG KAl  (QUOIOAOYIKA
ATTAVTNON OTOUG UTTOAOITTOUG aywVvIoTéG. H diatapaxr dlopBwvetal HETA TNV
TTPOOBNKN @QUOIOAOYIKOU TTAAOUATOSG (EEWYEVAG TTPOOBRKN TTapdyovTa von
Willebrand). 210 ocuvdpouo Bernard-Soulier Traparnpeital €mmiong peiwuévn
aTTavInon oTn pPIoTooETivn, n otroia dev dlopBwveTal PE TNV €§wyevA
TpooBnkn TTAdopaTog (Budde U, et al. ,2002).

e Adpevahivn (emmvepivn) (5, 10 pmol/L)

H adpevaAivn ouvdéeTal pe ToOuG a2 — adPEVEPYIKOUG UTTOOOXEIC OTNV
ETNIPAVEID TWV QIMOTTETAAIWY, TIPOKAAEI avOOTOA} TNG AdEVUAKUKAAONG,
augnon Tou eVvOOKUTTAPIOU aoBeCTiou Kol TEANIKA OUCOWPEEUCH TWV
aigoTTreTaAiwY, TTapOuoIa e auTr) TTou TTpokaAei To ADP. Omwg kai pue 1o ADP,
n OUCOWPEUON AVOOTEAAETAI QTTO TNV QCTIIPivR KAl TA HPn OTEPOEIDN
avTigAeypovwon  edapuaka.  AIQACIK  CUOCWPEEUCN  TTOPATNPEEITAI  ME
mpooBnkn 5 - 10 ymol/L adpevaAivng. Ta aigotmetdhia tepitou 10% Twv
QUOIOAOYIKWY ATOPWY OEV AVTATTOKPIVOVTAI OTNV adPEVAAIivN.

e Apaxidoviké o&u (500 pg/mL)

To apaxidovikd o¢u gival TTpddpoun oucia Tng TXA2. Metartpétretal o TXA2
ME TN dpaon Twv ev{UPwWYV KUKAoEuyevdon kal ouvBeTdon Tng Bpoupoéavne. H
TXA2 TIpOKOAEi €KKPION TWV KOKKiwV, TTEPETAipw Trapaywyrp TXA2 kai
evepyotroinon Twv GPIlIb-llla utrodoxéwv. Movogaoikn i dipaciki atrdvinon
Taparnpeeital  Petd ammd  1pocBnikn 500 pg/mL  apaxidovikou 0&£og.
EAaTTwpEVN aTTAVTNON OTO apaxIOOVIKO TTapaTnpEiTal o€ Ayn @OpUAKwyY Ta
oTroia  avaoTéAAouv TNV KUKAooguyevdon  (aoTmpivn, Wn  OTEPOEIDN
AVTIQAEYUOVWON QAPHOKA.

e OpouBivn (xapnAni d6on: 50nm/L, uwnAni d6on: 100nm/L)

H BpouBivn cuvdéeTal pe Tou uttodoxeic PAR1 kal PAR4 Twv aloTTETOAIWV.

2.€ XaNNAEG BOOEIC TTPOKAAEI aAAAAYr) TOU OXAMOTOG TWV AIMOTTETOANIWY EVW OE
uwnAég TTARpn cucowpeuon Toug (Laffan MA, Bradshaw AE., 1995).
e €eCeIOIKEUPEVA EPYOOTAPIO XPNOIUOTIOIOUVTAl TTEPICCOTEPOI KAl TTAEOV
e€eIBIKEUPEVOI aywVIOTEG OTTWG Ny BpouBivn kal To U-46619, TToUu 0TOXEUOUV
TOoug uTtrodoXEiC BpouRivng kar BpouBodavng avrioTtoixa, Ta TemTidia TRAP
TTOU OTOxXeUouv Toug utrodoxeic PAR-1 (SFLLRN) kai PAR-4 (AYPGKF),
Calcium ionophore — A23187 ka1 phorbol 12-myristate 13 acetate, TTOU
QVIXVEUOUV dIaTaPAXEG TNG KIVNTOTTOINONG TOU AORECTIOU KAl TNG TTPWTEIVIKAG
Kivaong C avriotoixa (Harrison P, et al. ,2011).
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YTroAOYIGHOG KAl EPUNVEIA TWV ATTOTEAECUATWYV

1009 Aggregation
[PPP]

V8

v

t ' . Baseline
0% Aggregation

1 minute [PRP]

To 1000070 (%) TNG MEYIOTNG CUCCWPEUONG TWV AINOTTETOANIWY €EAyETal
atrdé TO TTNAIKO TNG dlaipeong TG amméoTaong METAEU TNG PBACIKNAG YPAMMKNAG
(baseline), dnAadnh NG cucowpeuong oTo PRP (0%) kal TnG CUCOWPEUONG
o1o PPP (100%), TTpOG TN PEYIOTN CUCCWPEUON TWV QIMOTTETAAIWY.

O utrohoyioudg Tou pubpou (slope) TNG CUCCWPEEUONG TWV AIPOTTETAAIWY
YivVETal WG €ENG:

o 2XeOIACOUUE HIO YPOAUMI EQATITOMEVN TNG KAUTTUANG CUCCWPEUONG

o MeTpdue TOOA MM KATAYPAPEI N KATAYPAPIKA CUCKEUR 0€ 1 AETTTO

e MeTpdue, 0 mm, ammd TO ONMEIO OTTOU N €QATITOMEVN TEUVEI TN BACIKNA
ypauun (baseline) uéxpl Tnv amréotaon ion he Eva AeTTTd

e 2xedIACOUNE HIa YpOuun KABETN oTn Baciki ypauul ammdé 10 onueio «1
AETTITO» PEXPI TO ONMEIO TOUNG TNG EQATITOPEVNG KAI JETPAME, OE MM, TNV
aréoTaon atrd TN BACIKN YPAPKN MEXP! TO ONUEIO TOPNG TNG EQATITOMEVNG
(X)

e YToAoyifoupue 1O PEYIOTO UWOG cuaowpeuong atov dtova y (Y)

e O pubuodg ocuocowpeuong (slope) Twv aigotreTaAiwy €ivalr To TTNAIKO NG
dlaipeong X/Y.

H LTA gival d1ayvwaoTIKA KUPIwG:
o 21nv BpoupacBéveia Glanzmann kai oTnv avivwdoyovaiyia, OTTou
TTapaTnPEEiTal dIAaTapaxr OTn CUCCWPEEUCH TWV QIJOTTETAAIWY OTnV TTPOCOAKN
OAWV TWV AywVIOTWV TIANV TNG PIOTOOETIVNG (MOVO TTPWTOYEVEG KUMPQ)
(Trapdderypa 1).

o 210 ouvdpopo Bernard Soulier kai otn vooo von Willebrand, 61rou dev
TTAPATNPEITAI CUCOWPEUOH TTAPOUTIa PIOTOCETIVNG (TTaPAdEIyua 2).

o 2TNV QVETTAPKEIA UTTOOOXEWV KOAAAyOvVou TTapaTnpPEiTal AvETTOPKNG
OUCOWPEUON ME TNV TTPOCBMRKN KOAAayovou.

o 2TNV AVETTAPKEID Twv UTTodoxXEwv TXA, Ta QIMOTTETANIO  OgV
oucowpelovTal TTapoudia TXA, 1 apaxidovikou 0&Eog.

o 2TNV QVETTAPKEIA TWV O-KOKKiwv (Storage Pool Disease) Trapartnpeital

AVOAOTPEWIUN KOl POVOQAOIKI) CUCCWPEEUCH QIUOTTETOAIWY O€ dIAPOPOUS
aywvioTéG (adpevalivn, ADP, koAAaydvo), yeyovog TTou uTtTodnAwvel aduvapia
€KKPIONG TOU TTEPIEXOMEVOU TWV KOKKIWV 1l QVETTAPKEIA TWV KOKKiWV TWV
aigoTreTaAiwy (Trapddeiypa 3).
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o 2TNV QVETTAPKEIQ TwV P2Y12 uttodoxEwv TTapatnpeital avacToAn Tng
OuUCOWPEUONG TWV AIJOTTETOAIWY YETG aTTd TTpo0Brikn ADP.

o 2T0 OUVOpOPO @aiou  aigotreToAiou  (gray platelet  syndrome)
TTOPATNEEITAI PHEIWON TNG CUCCWPEUONG OTO KOAAayOvo, TV BpouRivn Kal TO
ADP.

o 2 AMuyn aompivng i dlatapaxés TnGg odou Tng KukAooguyevdong
TTOPATNEEITAI ATTOUCIA CUCCWPEUONG TWV AIJOTTETOAIWY PETA aTTd TTPOCBNKN
apaxIdovikou 0&E0G, TTPWTOYEVEG KUPO METG ammd TpooBnikn ADP  kai
MEIWMEVN | MNOEVIKI) CUCCWPEUON TTAPOUCiIa KOAAQYOVOuU.

o 2 Aqun kKAommdoypEANG TTOPATNPEITAI ATTOUCIA TNG OUCCWPEUONG
TTapouaia ADP.
o 21ov TUTTO IIB TG véoou von Willebrand trapatnpeital cucowpeuon

TWV AIMOTTETAAIWY 0€ XaunAEG dOOEIG ploTooETivng TT.X. 0.5 mg/mL.

ADP (2umol/l) adrenalin (2umol/l) collagen ristocetin (1.5mg/ml)

optical density 100
(%)
50 -
T T T S
2 8 10 12

T T
4 6

time (mins)

MNapddeiypa 1. Nooog von Willebrand 1) cuvdpouo Bernard Soulier.

ADP (2umol/l) adrenalin (2umol/l ) collagen ristocetin (1.5mg/ml)

optical density 100
(%)
50
T T T 1
2 8 10 12

T T
4 6

time (mins)

Mapadsiypa 2. OpouBacbéveia Glanzmann 1 avivwdoyovaiuia.
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Mapddeiypa 3. Storage Pool Disease 1) averTapKeIQ TwWV KOKKIWV TwV
aiporreTadiwv.

Adgant Abgent Normal
Normal Nomal Absiot
Dongo granuko SPD Normal | Docroased | Varablo Normal | Nemal Nomal | DeScioncy of donse granulos soon
of Abgant with platelot elactron micrascopy, May
Do syndromic or occur n solation,
Acquired disordavs
Aspen Nomal | Docreasod | Docreasedor | Absent | Decroased | Nomal | Inhentod sspriniko dolocts in AA
of Absant | Absent or Absert / mitabolism show 3 smiar pattem
P2Yy3 inhiotors (a9, | Decroased or | - Absant Nomal Nomal | Noma | Nomal
doporgl Absont
Gheoprotniola |  Absont | Absont | Absot | Abment | Absent | Nomal
i :
Uroma Normal | Docreased | Varadlo | Docroased | Noemaloe | Nomal
Decroated

GT=Gunmann hrombashond. BSS=Bomard-Soulier syndome; SPO=storage pool disordor; ADP=adenosne dphosphalo, Ad=atachidonic aod

Mivakag 3: LTA o€ KANPOVOUIKES Kl ETTIKTNTES OIQTAPAXEC TWV QIUOTTETAAIWY

MeAéTn cucowpPEUoN TWV AIJOTTETOAIWY O€ OAIKS aipa
(Whole Blood Aggregometry - WBA -)

TNV OTITIKA BOAWOCIYETPIKA HEBODO CUCOWPEUONG AIMOTTETAAIWY N EKTIUNON
TNG A&ITOUPYIKOTNTAG TWV AIMOTTETAAIWV YiveTal ue Tn xprion PRP kai €101 dev
UTTOAOYICETAI N OUMPETOXNA TWV UTTOAOITTWV OTOIXEIWV TOU QihATOG, TO OTTOIa
moavov emmnpedlouv TN A&ITOUPYIKOTNTO TWV QIYMOTTETAAIWY. ZTn MEAETN
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ouoowpeuong ato oAIKO aipa (Whole Blood Aggregometry - WBA -) ekTigaTal
N A&IToupyIKOTNTA (CUCCOWPEUCH) TWV QIMOTTETAAIWY O€ deiyua oAIKoU aipaTog.
2AMEPQ €ival OIABECINEG OUYXPOVEG KAl QUTOMOTOTTOINUEVEG OUOKEUEG Ol
OTTOIEG TTAPEXOUV TN dUVATOTNTA TAXEIAG KAl EKTIUNONG TNG AIUOTTETAAIOKNG
AeIToupyiag pe Tn xprion oAikou aipatog. O1 TTAEov XpNOIUOTTOIOUMEVEG ATTO TIG
OUOKEUEG QUTEG gival:

O avaAutig VerifyNow ® pe TOV OTIOIO EKTIMATAI N AVTATTIOKPION OTN
Bepartreia ye avaoToAcic Tng COX -1 (aoTipivn), TNG GPIIb-llla (abciximab) kai
Tou uttodoxéa P2Y12 (Bsievottupidiveg). O1 apxég Aeiroupyiag tng peBOGdou
gival idleg pe autég TNG KAAOIKNAG HEBOOOU BOAWOIUETPIKI) CUCOWPEUONG TWV
aigotreTaANiwy, ONAadr TpoodlopifeTal n IKAVOTATA OCUCOWPEUCH  TWV
aloTTETOANIWY O€ ATTAvVTNON O0TN OpACcN AYWVIOTWY, OTTWG TO apaxI®oVIKO 0¢U,
10 ADP, KATT.

Kard tnv ekTéAeon Tng OoKIYaoiag TO OAIKO aipya avapiyvueTal PE €10IKA
oQaIpidIa, ETIKAAUPMEVA UE IVWOOYOVO KAl N CUCCWPEUCN TWV QIJOTTETAAIWY,
pMéow NG GPIlIb-llla, ota ogaipidia odnyei oe au¢non TnNG dIATTEPATOTNTAG TOU
PWTOGC, N oTToia KataypaeTal atrd Tn ouokeur (Sinhal AR Aylward PE., 2013)

O avaAutrig Multiplate® ekTING TN A€ITOUPYIKOTNTA TWV AIMOTTETOAIWY OTO
OAIKO aipa pe TN XPAon NAEKTPIKAG avTtiotaong. H péBodog oTtnpietal oTn
METPNON TOou puBupol Kal Tou BaBuou PETABOANG TNG NAEKTPIKNAG avTioTAONG
METAEU OUO NAEKTPOdIWV KOBWGS TA AIYOTTETAANIA TTPOCKOAAWVTAI G’ aQUuTd Kal
ouoowpelovTal HETA TN Opdaaon KataAAnAwyv aywvioTwv(Fritsma GA., 2007).

O avaAutrig Cone Plate(let) ekTiud tnv TTPOOKOAANCN Kal TN CUCCWPEUON
TWV QIJOTTETAAIWY TOU OAIKOU aipatog o€ €10IKA TTAGKQ TTOAUCTUpPEViOU, O€
OUVONRKES UYWNANG PONG TTOU TTPOCOMOIACOUV PE QUTEG TNG APTNPICKNAG PONG.
AkoAouBei xpwon Twv TTPOCKOAANUEVWY OTNV TTAGKA QIPOTTETAAIWY Kal TO
TTOOOOTO KAl TO MEYEBOG TNG ETMQAVEIOG TIOU  KAAUTITETAI OTTO T
XPwWHaTIOPEVA oToIxEia avaAueTar ammd avaAutr eikovag (Rand ML., et al,
2003)

Zaa B WA wreres Poapaes st sl

Virfhole blocod SggregorTTetrs I vitro bleeding tine

- sernsor COMEGE T sTIe T D= e
s —

Z = | AESDE

S

2xApa 10 : Apxn tng ueodou WBA (apioTepd) Kai Tou in Vitro xpovou pong
(6€é1a). fwww.springer.com]

Ta mAeovekTiuata Tng WBA civai 6Ti:
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e Acgv atraitei TNV XpovoRopo Trapackeur) PRP.

e O1 PeTPAOEIG UTTOPEI OPWG Va yivovTal o€ AITTAIYIKG 1] IKTEPIKA OEIyUATWV
aipatog, Ta OTToia OEV PTTOPOUV VA dWOOUV TTANPOPOPIEG OXETIKEG UE TN
AEITOUPYIKOTNTA TWV AIMOTTETAAIWY OTnV LTA.

o MrtTOpEi va avixveuoel TNV AVTIAIMOTTIETOAIOKT dPACTIKOTATA QAPUAKWY T
otroia &¢v gival dpacTikd o1o PRP (&1TupidapuoAn).

e [lpoo@épel TN duvatoTnTa UEAETNG TOu Ouvdpdpou Bernard — Soulier
(Xwpig aTTWAEIO TWV HEYAAWY QIMOTTETAAIWV)

Ta peiovektuata Tng WBA egivai o1i:

e O petpnoclg emnpedlovial ammd TOV OapPIBUO TwV AIPMOTTETOAIWY, TOV
QIMATOKPITN, KAl TOV UYnAG aplBud Twv Asukwv aipoo@aipiwv (Mackie 17,
et al, 1984).

PdwTo — cucowparopeTpia (Lumi-Aggregometry)

O1 BpopPokuTToTTdBeleg TTOU XapakTnpifovral amo EéAAelyn (storage pool
disease) i dlaTaPAXES TNG EKKPIONG TOU TTEPIEXOMEVOU TWV TTUKVWYV CWHATIWV (O -
KOKKIiQ) TwV aIhoTTETOAIWY, JE i XWwpPig ouvodo diatapaxr TN CUCCWPEUONG, Eival
OUVNBEIC Kal ETEPOYEVEIC KANPOVOUIKES alpoppayikeég dlaBéoelg. Na Tn didyvwon
TWV BIOTAPAXWY AUTWYV XPNOIPOTToIoUvVTal ouviABwg pEBodOI BlopwTalyelag Pe
TIG OTToieC TTPOCdIoPIfETal N ATTEAEUBEPWON TOU ATTOBNKEUPEVOU OTA QIPOTTETAAIO
ATP, pe Tn Xpnon owTto — cuocowpatoueTpou (Lumi-Aggregometer), PRP 1
otraviétepa OAIKoU aipatog (Cattaneo M. , 2009).

H péBodog epapudOTNKE yia TTPWTN Qopd atmmd Tov Reinman 10 1976, w¢
TTapaAAayni TNG LTA |, n o1Toia EKTOG OTTO T OUCCWPEUON, HEAETA KaI TNV EKKPION
ATP a1rd 1a d-KoKKia Twv algoTtreTaAiwy. H dokipaoia ekTeAegiTal ue Tnv TTPOOOAKN
evog avtidpaoTnpiou Aouoipepivng-Aoucipepdons (EKXUAiouaTa TTuyoAauTTidag)
KAl EVOG aywVIOTH, TTOU TTPOKAAEI TNV ATTEAEUBEPWON TOU TTEPIEXOPEVOU TWV O —
KOKKiwV Twv aigotreTaAiwy oT1o &€iyua, 10 oTroio uttoBdAAeTal o avddeuon ue
OKOTTO TNV €VEPYOTTOINON KAl CUCCWPEEUCT TwV AINOTTETAAIWY. O aywvioTAG gival
ouvnBwg Bpoufivn, n otroia TTPOKAAEi TTAAPN €KKPION TOU TTEPIEXOMEVOU TWV
KOKKiwv Katd Ttnv Otutepoyevly @don Tng cuocowpeuons. To  ATP T1ou
atreAeuBepwveTal avTidpd pe TN Aouci@epivn Kal n XnUIKA avTidpaon, TTou
KataAvuetal a1md  Aouoipepdon, AapBdvel xwpa o€ OU0 OTAdIA: aAPXIKA N
Aouoi@epivn avTidpd pe To ATP Kol PETATPETTETAI O QQEVUAIKA AOUOCIQEPIAN
(luciferyl adenylate), n otroia OTn OUVEXEID OCEIOWVETAI KAl MPETATPETTETAI OE
oéulouaipepivn kai AMP e TauTOXPOVN EKTTOUTTH QWTOG TO OTTOI0 AVIXVEUETAI,
EVIOXUETAI KAl KOTAYPAPETAI ATTO aVIXVEUTH QwTOG TG Ouokeung (Dyszkiewicz-
Korpanry AM, et al, 2005).

H pétpnon 1600 Twv OAKWV VOUKAEOTIOIWV adevivng 600 Kal  TwV
VOUKAeOTIOIwV TTOU atreAeuBepwvovtal ammd Ta  QIMOTTETAAIA  TTAPEXEl, OE
OuvOUOOMO HME TN CUCCWHMOTOMETPIA, €va XProido e€pyaAeio yia Tn dlepelvnon
diatapaywyv Tou apiBuou, Tou TTEPIEXONEVOU (Storage pool disease) kal Tng
aTTEAEUBEPWONG TWV TTUKVWV KOKKiWwV. O1 diatapaxEg auTég UTropei va dilaAdBouv
av n dlepeuvnon yivel yévo pe Tn cucowpatoueTpia (Hayward CP, et al, 2009).

210 aloTreTAANIa 60% TwV VOUKAEOTIBIWY aTTOONKEUETAI OTA TTUKVA KOKKia Kal
Oev eival PeETABOAIKA evepyd evw TO 40% Twv VOUKAEOTIOIWV QTTOTEAEI TN
METABOAIK) O€CaPEV TWV QIUOTTETAAIWY KAl TTAPEXEI OTA QIMOTTETAAIQ ThV
ATTAITOUMEVN EVEPYEID YIA TIG DIAPOPES AsiToupyieg Toug. OTroladnTToTE dlaTapaX
atmoBrikeuong (storage pool disease) ouvodeueTal ammd EAATTWON TNG TTOCOTNTAG
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T600 TOU ATTOBNKEUPEVOU OO0 Kal Tou ekAuouevou ADP, pe Tautdxpovn augnon
NG avaloyiog ATP:ADP. ®uaioloyikd etrireda ADP kail Tng avaAoyiag ATP:ADP
aAG  pelwpévn €khuon ADP  eival evOEIKTIK) dlaTapaxng NG E€KKPIONG Tou
TTEPIEXOUEVOU TWV QINOTTETOAIWY (White MM, et al, 1992).

NoukAgoTidio EUpog TIpwV avagpopdg
2 UVOAIKO TTEPIEXOPEVO voukAeoTidiwv 55 - 9,6 nmol/10 @
QIMOTTETOAIWV QIMOTTETAAIO
8
Mepiexopevo ATP Twv alpoTreTalinwv 35 - ] 59 nmol/10
AIOTTETAAIO
8
Mepiexdpevo ADP Twv alpoTreTaAiwV L9 - . 38 nmol/10
AIOTTETAAIO
Quaoiohoyikr): 1,3 - 2,0
Avahoyia: MaBoAoyikn: > 2

Mivakag 4: Tiuéc avagpopdg (David Perry and Tony Todd,2013)
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Eikéva 17: Lumi — aggregometry: Tautdxpovn CUCCWPEUTN TwV
aiuoTTETaAiWV (KOKKIVN Kal UTTAE KauTTUAN) Kai arreAsu@épwon ATP (mpaoivn
Kal yaupn KautruAn) o€ arr@vinon oto KoAAayovo Tou xpnoiuoTToIEiTal we
aywvioTtng. H KOKKivn Kai TTpdaoivn KauITUAn aviimmpoowITEUOUV QUOIOAOYIKO
HapTUpQ, VW N UTTAE Kai paupn KauttuAn givar tou acBevous. Or KaUTTUAES
givar TTapOUOIES, EVOEIKTIKEC TNS QUOIOAOYIKNS ATTAVTNONS Tou UTTO £EETAON
ociyuarog arov aywviorn (Peter Maslak and Larry Smith, 2009)
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Eikéva 18: Lumi — aggregometry: amrdvrnon oto apaxiooviko oéU o€ aoBeviy
mou AauBaver aotipivn. H KOKKIvn (CUCCWPEUON aiOTTETAAiwV) Kail n TTpaacivn
KautuAn (amreAcuBépwon ATP) avTimpoowTeUouv QuUaIoAoyiko uaprupa. H
UTTAE (CUOOWPEUON QIUOTTETAAIWY) Kal N paupn KautruAn (ammeAeuBépwan
ATP) avrimpoowtreuouv Tov acBevr (arrouadia arrdvrnong aTov aywviaorn)
[Peter Maslak and Larry Smith, 2009]

Kuttapoperpia pong

H onfuavon Twv algotreTaANiwy PE AvTICWPATA TA OTToIA OTPEPOVTAI KATA
YAUKOTTPWTEIVWV TNG €TMIQAVEIQG TNG MEUPBPAVNG TOUG Kal n avadAuon Tng
oUVvOEONG QUTAG UE KUTTOPOUETPIO POAG Eival uia Taxeia Kal euaiodbnTn TEXVIKNA
yia Tn SIEPEUVNON TWV dIATAPAX WY TWV AIMOTTETOAIWV.

Apxég TG ped6doU

H péBodog epapudletal o€ oAikd aipa, o PRP 1 o€ TAupéva aiyotreTdAia
KAl QTTQITED PIKPA TTOOOTNTA QiATOG, OTTOTE WTTOPEI VA EQAPUOCTEI Kal O€
veoyvd. To KATAAANAO QvTITINKTIKO yia T OUAAOYr} TOU aipaTtog €ival €vag
ouvOUaouOG KITPIKOU vaTpiou, Beo@uUAAivng, adevoaivng kal dITTupIdaudAng.
Ta aigomretdAia  onuaivovTal  PeE  €10IKA  avTiowuaTa  ouleuypéva  JE
@Oopidouceg ouoieg - aviXVveutéG OTTWG N 1000€l0KUAVIK) QAOUOPOOKEIVN
(FITC), n repidivivyAwpo@uAtrpwreivn (PerCP) kai n ukogpuBpivn (PE).

2TOV KUTTOPOMETPNTA PONG TO EVAIWPNHA TWV KUTTAPWY, TO OTTOIO TTEPIEXEI
Ta oeonuaopéva  aigotteTdAia, dlatrepva Ola péoou  evog  BaAduou
VNMATOEIBOUG PONG Kal KATA PUAKOG Wiag eoTioopévng akTivag laser, ye puBud
1.000 — 10.000 kuttapa/ AeTrtd. H akTiva laser €xel yikog KUPATog TTapOuOoIo
ME auTd TTOU aTTaiTeiTal yia TR dIEyepon Tou Popiou TG pBopifoucag ouaiag.
To QWG TOU EeKTTEUTTETAI ATTO KABe TUTTO POOPIfovTIOG [Oopiou  EXEl
XOPAKTNPIOTIKO MAKOG KUPOTOG Kal avixveuetal atrd évav €10IKO avIXVEUTH
QPWTOC. Ta @wTelvGd OAPOTA  aviXVEUOVTAl aTrO  €vav  AVIXVEUTH KOl
TPOTTOTTOIOUVTAl, MECW EVOG CUCTHPATOG TPOTTOTTOINONG, ATTO avaAoyikd o€
WYneIaka. To ouoTnPa QUTO MPETATPETTEI TA ONUATA EPTTPOCOIOG OKEDAONG
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(Forward Scatter - FSC -), TToU divouv TTANPOPOPIEG OXETIKEG PE TO PEYEBOG
Twv owuaTidiwy, Ta chparta TTAAyiag okédaong (Side Scatter - SSC -), TToU
divouv TTANPOPOPIEG OXETIKEG PE TN TTEPIEKTIKOTNTA O€ KOKKIO KAl TA OruaTta
@OopIopoU 0 NAEKTPIKA OApaTA. Ta nAEKTPIKA CAPATa avaAuovtal atro
nAekTpovikd uttohoyioTh (Givan AL, 1992).

Elow cytomeltry
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Eikéva 19:. Kurrapouerpia pong

H e@apuoyr) KUTTOPOPETPIAG porig OoTO OAIKO aipa TTAEOVEKTEI O OXEON ME
auTr) oto PRP £1T€10n):
e EAaxIOTOTTOIEITAI N EVEPYOTTOINOTN TWV QIPMOTTETOAIWYV Adyw Twv AlydTEPWV
XEIPIOPWV
e MrtTopei va avaAuovTal TauTOXPova TTOAAOI UTTODOXEIG TWV QINOTTETAAIWYV
e ATTauToUVTQI PIKPOTEPOI OYKOI QipaTog TTPog e¢ETaon (2uL)
e MrTTOpEi VO e@appooTEi 0 a0Beveig e BpouoTrevia
2TNV KUTTOPOUETPIa POAG MTTOPEl va xpnoihotroinBouv  Tautdxpova
TTOMOTTAG o€onPACUEVA QVTICWHPATA Kal va TTpoodlopifovTal TauToXpova
TTOAG  XOPAKTNPEIOTIKA Twv aigotreTaAdiwv. ‘Etor n uéBodog ptmopei va
QVIXVEUOEI EVEPYOTTOINUEVA AIMOTTETAANIO TTPOCBIOPICOVTAG TIG METORBOAEG OTO
OXAHa KAl OTNV KOKKIWoN TWV AIJOTTETAAIWY, TNV EKQPAon €I0IKWYV avTIyOVwV
otnv em@aveia Toug (P — oelekTivn, GPIlIb-llla) kai TpwTEiveg cuvdedepéveg
ME TNV emi@aveia (Ivwdoyodvo). EmrrAéov n péBodog ptropei va avixveuoel
MIKpoowpaTidla (mocroparticles) Tou ATTOOTIWVTAI ATTO TRV ETTIQPAVEIQ
EVEPYOTTOINUEVWY QIMOTTETAAIWY KOl CUCCWHATWHATA QIMOTTETAAIWY — AEUKWV
aioo@aipiwv (Lazarus AH, et al. 1995, Ruf A and Patscheke H., 1995).
Ta POVOKAWVIKA avTIOWUATA TA OTTOI0 XPNOIMOTTOIoUVTAl WG OLIKTEG OTN
MEAETN TWV QIPOTTETAAIWY PE KUTTOPOMETPIO PONG Eival:
A€IKTEC TNG ETNIQAVEIAG TWV AIYOTTETAAIWY O€ NEEYIa:
e CD41-GPllb
e CD42a - GPIX
e CD42b -GPIb
e CD61 - GPllla
A€IKTEC EVEPYOTTOINONG TWV AIUOTTETAAIWV
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MpwTeEiveg TNG PEPPBPAVNG TWV KOKKIWV TWV AIMOTTETOAIWY

e CD62p (P-selectin) (TrpwTeivn TNG MEPPBPAVNG TWV O —KOKKiWV, HECOAAREI
oTnV  TIPOOKOAANGCN  TWV  EVEPYOTTOINKEVWY  QIMOTTETAAIwWY  OTa
OUBETEPOPIAA KaI TO JOVOKUTTAPA)

e CDG63 (TmpwTeivn TNG MEMPBPAVNG TWV TTUKVWYV KOKKIWV KAl AUCOCWHATIWV)

e LAMP -1, LAMP -2

MpwT€eiveES TTOU EKKPIVOVTAI ATTO TA QIUOTTETAAIO

e OpoppBooTrovdivn

e  MouATipgpivn

e sCD40L

e |oTIKOG TTapdyovTag (TF)

AEIKTEC TTPOTTNKTIKAG ETTIPAVEINC TWV EVEPYOTTOINUEVWY QINOTTETAAIWY

e Avvegivn V
e FVa
e FVII

e |oTIKOG TTapdyovTag (TF)

AcikTec peTaBoAng Tou utrodoxéa GP lib-llla katd Tnv evepyoTtroinon Twv

QIUOTTETAAIWV

e PAC-1 (MOVOKAWVIKO avTiowua TTou OTPEPETAl KATA TNG Béong ouvdeong
TOU IVWwOOoYOVou, N OTToia EKTIBETAI OTNV ETTIPAVEIA TWV AIPMOTTETAAIWY PETA
ammd TIG METABOAEC TN dlaudppwong Tou utrodoxéa GP lib-llla oTta
EVEPYOTTOINUEVA QIPOTTETAAI)

AAAOI BEIKTEC

e MikpoowparTidia Twv aigoTreTaAiwyv (Microparticles)

e 2UCOWHATWHATA QIMOTTETAAIWY - AEUKOKUTTAPWYV

E@apuoyEG TNG KUTTOPOUETPIO pONG
H KuTtTapoueTpia pong epapuoleTal:

e 2Tn d1dyvwon KANPOVOUIKWY diaTapaxwyv Twv alpgoTreTaliwy (oUvOpouo
Bernard — Soulier, BpopBacBéveia Glanzmann, storage pool disease,
ouvdpopo Scott) (Cohn RJ, et al, 1997; Lindahl TL, et al., 1992).

e 2TnV TTapakoAouBnon Tng BepaTtreiag Pe avTaywvioTEG TwV UTTOOOXEWV
GPllIb-llla (aoTmipivn KAOTTIOOYPEAN)

e 271n didyvwaon TnG BpopPotreviag atd nrrapivn (HIT) Kai TNG avoooOAoYIKAG
BpoppoTreviag (avixveuon aAAOQVTICWHATWV)

e 21NV avixveuon evepyotroinuévwy aipgotreTaliwy (CD62p, CD63, CD40L,
pueTaBoAég  GPIlIb-llla, €kBeon @wo@aTiduloepivng OTnv  €MQAVEIQ,
MIKPOOWWATIOIN, OUCCWMOTWHUOTA AIMOTTETOAIWY 1 QIJOTTETAAIWY  —
AEUKOKUTTAPWY) 0€¢ TTABOAOYIKEG KATOOTAOEIG, OTTWG TO O&U Eugpayua
Muokapdiou, 11 aoTabAg oTnBAayxn, N QyYEIOTTAAOTIKA, N EYKEQOAIKA
ioxaiyia, n mpoekAauwyia, KAT) (Furman Ml, et al., 1998; Grau AJ, et al.,
1998).
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Eikéva 20: Kurrapoperpia pong o€ diua gouaioAoyikou arouou. 1) ta
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aiUoTTETAAIQ xouv EMIAEYEi ue Baon TnS mPOCOIac Kai TTAGyIag okédaong
QWTOC KAl TTEPIKUKAWBNKAV aTo TTPAOIVO 2) onuavon Twv QiUuoTTETAAiwY g
CD41(Gpllb) ka1 CD61 (GPllla) (ekppalouv kai 1iIc U0 YAUKOTTPWTEIVES) 3)
onuavon Twv aiporreradiwv ue CD42b (GPIb) kar CD61 (GPllla) ekppalouv
kai 1ic 6uo yAukomrpwreiveg) (David Perry and Tony Todd, 2013).
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Eikéva 21: Kurrapouerpia pong o€ aiua acBevouc e BpouBacBéveia
Glanzmann. 21i¢c Eikévec 5 kai 6, Ta aiuorretaAia dev mapouaidlouv
opacrtnpidtnta gite ue CD41 n ue CD61 (ammwAeia Gpllb-1lla Adyw tn¢
BpouBacbéveiac Glanzmann). 21nv eikova 6 1a aiuotrerdAia ekppdlouv
Kavovikh dpaotnpiotnta pue CD42b (puaioAoyikn GPIb). (David Perry and
Tony Todd, 2013

MapatApnon ME NAEKTPOVIKO HIKPOOKOTTIO
(Transmission Electron Microscopy -TEM -)

H peAéTn TNG pOp@POAOYIaG TWV QIPMOTTETOAIWY PE TO OTITIKO WIKPOOKOTIIO
gival QUOKOAN, AOdyw TOU HIKPOU TOUG PEYEBOUG, CUYKPITIKA PE T UTTOAOITTA
KUTTOPA TOU Qipatog. To NAEKTPOVIKO WIKPOOKOTTIO, JE pEYEBuvon TngG TaENg
10° kai avéAuon 0,2nm, sival éva e€eAiypévo epyaAeio TTOU XPNOILOTIOIEITA
oxedO6v atmokAEIOTIKA yia TN Baciki épeuva. Me TO NAEKTPOVIKO UIKPOOKOTTIO
emTUYXAVETAI N dueon TTapaTApnon TNG MENBPAVNG, TOU KUTTAPOOKEAETOU Kal
TWV KOKKiwv Twv aipgotreTadiwy. O1 TTapatnpAoceic autég gival TTOAUTIUES yia
TNV MEAETN TNG QuOloAoyiag Twv algoTTeETaAiwy (evepyotroinon, aAAayn
OXAMATOG, €KKPION OTTOBNKEUTIKWY KOKKiWV, oucowpeuon) aAAd Kal yia Tnv
KAIVIKi} S1dyvwon Twv KANPOVOUIKWY dlatapaxwyv Twv algotreTaliwyv. lMNa
TTOPAdEIYUA, OTNV AVETTAPKEID TWV TTUKVWV CwaTiwy (storage pool disease)
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N TTAPATAPNCN TWV AIYOTTETAAIWY PE TO NAEKTPOVIKO UIKPOOKOTTIO TTPOCPEPEI
Taxeio  kalr - aglomotn  dildyvwon TG dIaTapaxnG  TTEPICCOTEPO  ATTO
oTroladATToTE AAAN HEBODO.

MepIKEG @OpPEC yia T OIAKPION OIA@OPETIKWY  KUTTOPIKWY OTOIXEIWV
XPNOIMOTTOIOUVTAl TEXVIKEG XPWONG N @BOoPICOVTEG AVIXVEUTEG, Ol OTTOIOI
OTOXEUOUV OPIOHEVA THAMATA TOU KUTTAPOU.

Me TO NAEKTPOVIKO WIKPOOKOTTIO UTTOPEI va Yivel n dla@opikry didyvwaon Twv
OTTAVIWV  KANPOVOUIKWY OIaTAPAXWY TwV CIMOTTETAAIWY, n oTroia  €ivai
OUOKOAN e TIG UTTOAOITTEG DOKIPATieS. TETolEG dlaTapaxEg ival:

o AVETTAPKEIO TWV A-KOKKiWV (OUVOPOPO PaIoU algoTTETAAIOU, OUVOPOUO
Paris-Trousseau/Jacobsen, BpouBokuttommddsia Quebec)
o Avettdpkela Twv 8-KOKKiwv (storage pool disease, ouvdpoua Chediak-

Higashi kai Hermansky-Pudlak)
o Alatapaxég Tou KuttapookeAeTou (MYH9, ouvdpopo Wiskott-Aldrich)
o 2Uvdpopo Bernard Soulier (White JG., 1998).

Eikéva 22: ®uaioAoyiko aiuorrerdAio (M: uiroxévopio, MT: uikpoowAnvapia,
OCS: avoiktd KavaAiko ouornua, DB: mukva owuaria, G a -KoKKia)

Eikéva 23: Avermdpkeia Twv TUKVWY owuatiwv (storage pool disease)
Epyaotnpiakni digpedvnon véoou von Willebrnad

H epyaotnpiakn digpeuvnon tng véoou von Willlebrand trepiAaupaver Tig
aKOAOUBEG CeTAOEIC:
e Xpovog pong
e MeAéTn pe avaAuTtnh AsiToupyikoTnTag aipotreTaAiwyv (PFA-100)
e Emimeda Tou rapayovra Vil
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O mapayovra von Willebrand (VWHI) €ivar petagopéag tou mapayovra VI (FVIII) Tng
TAENS kar pe T ouvdeon VWI — FVIII au€avel onuavTika n nuimepiodog {wrg Tou FVIII oTo
TAGopa. Emopévwg ta XaunAd emmitreda Tou VW 010 TTAGOopa ouvodeuovTtal atro

XapnAa emimeda tou FVIIL. Ta emimeda tng A&ITOUPYIKAG dPACTIKOTNTAG TOU
FVIII mpoadiopiovTal ouvBwg oTov autouaTo avaAuTr pe péBodo n otroia Bacietal GgTov
aPTT (u€B0odog evog oTadiou) A HE XPWHOYOVIKN HEBODO (MEBODOG BUo oTadiwv). H TTO00TIKNA
pétpnon Twv aviiyovikwv ETTITTEOWYV Tou FVIII tpoodiopifovial pe TNV avoooloyikr
MéBodO ELISA.

e AvTiyovikd etriTreda Tou TrapdyovTta von Willebrand (VWf:Ag)

Mpoadiopifovtal e TNV avoooevCUMIKN HEB0dO ELISA pe mn xprion avti- vWT
QVTIOWPATWY, TV TTOOOTIKI avooonAektpopopnon (uéBodog Laurell) i pe
avoo0B0AOCIYETPIKI) PEBODO UE TN XPON MIKpoowpaTIdiwy latex (Liatest). Oi
MEBODBOI HETPOUV POVO TN OUVOAIKA TToooTnTa Tou VWE 0TO TTAdO Q.

e ApaoTIKOTNTO TOU ocuptrapdyovta Tng piotooeTivng (Ristosetin Co-
Factor Activity — vWf:RCo)

H uéBodog autn eival amrapaitnta yia 1 didyvwon TG vOOOU Kal TOV
kKaBopiopd Tou TUTTOU TNG vOoou. Eival Asitoupyikr p€Bodog Kal PETPAEl TV
IKQVOTNTA OUYKOAANONG Twv aigoTreTaAiwy, Méow Tou VWI, Trapouacia
pioTooeTivng. Baoifetar oTto yeyovdg OTI Ta TTAUMEVA  AIPOTTETAAIA  Oev
ouyKoAAoUvTal, TTapouadia Tou avTiBIOTIKOU PICTOOETIVN, XWPEIG TNV TTPOCBNKN
QUOIOAOYIKOU TTAGOpATOG TTou TTEpIEXEl Tov VWIE. H e€€Taon TTpayuatoTTolEiTal
O€ QUTOPATOUG AVOAUTEG KAl N CUCCWPEEUON TWV QIPJOTTETOAIWY eEapTATAl ATTO
TNV TTEPIEKTIKOTNTA o€ VWF Tou TAdopatog Ttou TipooTédnke. H %
OpaCTIKOTNTAG TOU CUUTTAPAYOVTA PICTOCETIVNG TOU UTTO £EETACN TTAAOUATOG
METPIETAI PE BonBeia TTPATUTTNG KAPTTUANG YVWOTAG TTEPIEKTIKOTNTAG VW RCO.
e 2uykOAAnon aipotreTaAiwv pe piotooeTivn (Ristocetin induced platelet

agglutination — RIPA)

H péBodog epapudleTal 0TO CUCCWHOTOUETPO KOl MEAETATAI TNV €TTIOpACH
OUO OJIOQPOPETIKWY OCUYKEVIPWOEWY PIOTOOETIVG 0T0 PRP TOu 0oBevoud.
2UCOWPEUON TWV QIMOTTETAOAIWY OTO @uaolohoyikd PRP Ttraparnpeital o€
UWNAEG OUYKEVTPWOEIG ploTooeTivng (>1,2mg/ml) aAAG éx1 o€ xaunAég (0,3 —
0,5mg/ml)..

e Métpnon Tng ouvdeong Tou Tapdyovra von Willebrand pe 1O
KoAAayovo (VWT.CB)

MpoaodiopileTtal pye TN PEBOdO ELISA kai petpiéTal in vitro n ikavotnta
ouvdeong Tou VWF pe To KOAAQYOVO TTOU KOAUTTITEI TTAAOTIKEG ETTIQAVEIEG
(MkpokuwéAeg). H mroodtnta Tou ouvdedepévou VWE pe 10 KOAAayovo
TTPoodIopieTal avooOAOYIKG Pe TRV TTPooBnkn avti — VWF avTicwpdatwy. H
VWF.CB eivai péBodog Tmepioodtepo euaiocbntn amdé tnv VWRRCo  kai
KAatdAANAN yia 1n d1akpion PETAEU Twv TUTTWV 1 Kal 2 TG vooou.

e Métpnon 1ng oUvdeong Tou Trapdyovra von Willebrand pe ToOV
mapayovta VIl (VWF:FVIIIB)

H e&étaon mrpoodiopidel in vitro Tnv IkavotnTa ouvdeong Tou VWIE pe Tov
FVII. T[Mpayuartotroigitar pe 1 péBodo ELISA kai n moocdtnta Tou
ouvdedepévou FVIII ye Tov VW TTpoodiopideTal avoooAOYIKA A XPWHOYOVIKA.
Me Tn péEBodO auTh yivetal didkpion peTagu Tou TUTTOU 2N TNG VWD Kai Tng
QIOPPOPIAICG.

e AvdAuon Twv TToAupgpwy Tou Trapdayovta von Willebrand

H avdAuon yivetal pe nAektpo@opnon Tou TAdopatog ot gel ayapodlng,

eTTwaAcn MeE padloonuacpévo avriowpa évavri tou  VWF  kar AQyn
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auTopadloypagiag he TNV OTToia YivovTal opaTd T TTOAUMEPN TOU TTOPAYOVTA.
H péBodog epapudletal o€ eCeIOIKEUPEVA EPYAOCTAPIA Kal gival aTTapaitnTn dia
TN d1Ayvwaon Kal ToV KaBopIiouo Tou TUTTOU TNG VOOOU.

e AvdAuon tng aAAnAouyiag Tou DNA

(Federici AB and Canciani MT., 2009; Torres R and Fedoriw Y., 2009).

NMAGOAOTIIA THZ APXIKHZ AIMOZTAZHZ
KAHPONOMIKEZ AIATAPAXEZ TQN AIMOMETAAIQN

O1 KANPOVOUIKEG BIATAPAXEG TWV AIYOTTETAAIWY dIAKPIVOVTAl O€ dIATAPAXES
TTPOOKOAANONG,  €vEPYOTTOINONG,  €KKPIONG KAl  CUCCWPEEUONG  TWV
aigotreToNiwy. ETTe1dn dpwg uttdpyouv dIaTapaxeég Ol OTToieg €TTNPEACOUV
TTEPICOOTEPEG ATTO Mia AEIToupyieg Twv aIPOTTETOAIWY N Tagivounon Eivai
opB6TEPO Vva yiveTal ye BACN TA OTOIXEIO TWV QIMOTTETOAIWY TTOU £XOUV KOIVA
XOPOKTNPIOTIKA:

1. Alatapaxég Twv  UTTOOOXEWV  QIMOTTETOAIWV — yiIa  TIG  TTPWTEIVES
TIPOOKOAANONG
e Alatapayxég Tou utrodoxéa GPIb/V/IX (Zuvdpopo Bernard — Soulier)
e Alatapaxég Tou utrodoxéa GPIIb/llla — allbB3 — (OpoupacBiéveia
Glanzmann)
e AlyotreTaAiakou TUTTOU 1) Weudo —Willerand vooog
e Alatapayxég Tou uttodoxéa GPla/lla
e Alatapayxég Tou uttodoxéa GPV
2. Alatapax£g Twv UTTODOXEWV QIMOTTETAAIWY YIa TOUG OIGAUTOUG AYWVIOTEG
o AlaTapax€ég Twv UTTOOOXEWV Tou ADP Twv AIJOTTETOAIWY
o Alatapayxég Tou uttodoxEa TG TXA2 Twv alJoTTETAAIWY
o AlaTAPAXEG TWV A2 AOPEVEPYIKWY UTTOOOXEWV TWV QIMOTTETAAIWV
3. AloTapaxEG TWV KOKKiWV TWV QIJOTTETAAIWY
Alarapaxég Twv O — KOKKiwV
e QVETTAPKEIQ TWV O — KOKKiwV
e OUVOpopo Hermansky — Pudlak
e OUvOpopo Chediak — Higashi
e OUVOpopO BpopupoTreviag pe atmoucia kepkidag (TAR)
e ouUvdpopo Wiskott - Aldrich
Alarapaxég Twv a — KOKKiwv
e QAVETTAPKEIO TWV O — KOKKiwV (OUVOPOWO PaioU aloTTETOAIOU)
e OpoupokutToTTdBela Quebec
e oUvdpopo (Bpoupotrevia) Paris — Trousseau / ouvdpouo Jacobsen
Alarapaxéc Twv d,0 — KOKKiwv
e QVETTAPKEIQ TWV A,0 — KOKKiWV
4. AloTapaxEG TwWv 0dWV PHETAYWYNAS TOU OAPATOG
e JlaTapaxEC aTTEAEUBEPWONG apaxIdOVIKOU 0EE0G aTTO Ta PO POAITTIOIN
NG pepBpavng
e diaTapax£g TG KukAooguyevaong (aspirin like defect)
e JIOTAPAXEG TNG OUVOETAON TNG Bpouogdavng
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o OIATAPAXEG TV GTP dECUEUTIKWYV TTPWTEIVWIV

e JIATAPAXEG TNG EVEPYOTTOINONG TNG PWOPONITTACNG
5. AloTapaxEg TwWv @WOPOAITTIOIWY TWV AIMOTTETOAIWY

e 2UVOpoOpO Scott
2uvdpopo Stormorken (Cattaneo M., 2008).

O1 KupIOTEPEG ATTO TIG DIATAPAXEG AUTEG €ival Ol:

1)AI0TAPAXEC TWV UTTOOOYXEWYV QIUOTTETAAIWYV VIO TIC TTPWTEIVEC
TTPOOKOAANONC

20vdpopo Bernard- Soulier

To ouvdpopo Bernard Soulier (BSS) trepiypdenke yia TpwTn @opd, atrd
Toug adAoug Jean Bernard kai Jean Piere Soulier, To 1948. Eivalr otrévio
voonua pe ouxvotnta 1/1.000.000 oto yevikd TTAnBuoud. KAnpovoueital pe
TOV QUTOOWMATIKO UTTOAEITTOPEVO TUTTO KOI XAPOKTNPICeTal atrd BpoupoTrevia,
TTapouadia alpgoTTeETaAiwY peydAou peyéBoug Kal alyoppayikn diabeaon.

g&;

' &

Eikéva 24: Nyavraia aiporreraAia aro ouvdpouo Bernard - Soulier

Tn dekaeTia Tou 1970 BpEBnKe OTI TO CUVOPOPO OPEIAETAI OTNV ATTOUGIA ) TN
MEIWPEVN EKPPOCT TWV YAUKOTTPWTEIVWV TOUu CUPTTAéyuaTog b /IX /V, otnv
EM@PAveEId Twv aigotreTaAiwv. H  yAukoTrpwrteivn €ivar uttodoxéag Tou
Tapdyovia  von Willebrand kai amapaitntn yia TNV TTPOCKOAANCN TwV
QIMOTTETOAIWVY OTO TPAUMPATIOPEVO €VOOBONAIO KATA TNV TTPWTOYEVH] QINOCTACT.
Méxpl onuepa €xXouv TrEPIypOPEi  TTEPICOOTEPEG aTTO 47 DIAPOPETIKES
METaAAGEEIC Tou yovidiou utrodoxéa Gplb/IX/V, TTou euBivovtal yia 1o BSS
Ol TTEPIOOOTEPEG AT TIC OTI0IEG aAQOpPoUV Tn YAUKOTTpwTEivn la Kai ol
TTEPIOOTOTEPEG €ival HovadIkEG ae KABe atopo (Pham A and Wang J., 2007).
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H aigoppayikég ekdnAwoeig apxi¢ouv atro Tn TTaidIKA NAIKia Kal ouveyifovTal
oe OAn Tn didpkeila NG CwNAg. O1 ekONAWOEIC QUTEG Eival: EKXUMWOEIG,
pivoppayieg, aigoppayieg BAevvoydvwy, pnvoppayieg, aigoppayieg NEZ kai
QIMOPPAYIEG, UEPIKEG POPEC OOPROPES, OE TPAUMPATIOPMOUG R XEIPOUPYIKES
ETTEPPAOEIG.

EpyaoTtnpiakn didyvwon

e O apiBudéc Twv aigoTreETOAiWY €ival ouvBwg @UOIOAOYIKOG Kal OTO
ETTIXPIONA TOU TTEPIPEPIKOU QiATOG TTAPATAPOUVTAI YIYAVTIQIa AIJOTTETAAIN

e O xpdvog pong gival cuvABwG TTAPATETAPEVOG.

e 2Tn HMEAETN TNG AsitoupylkOTNTAG Twv  alpoTreTOANiwv e PFA-100
TTapartnEeital TTaparteTapévog (> 200 sec) xpovog kAeioipartog (closure
time), otnv e€étaon ye CEPI kai CADP (Harrison P, et al.,1999).

e Agcv TTAPATNPEITAI CUCCWPEUCN TWV AIMOTTETAAIWY WG ATTAVTNON OTN
PIOTOCETIVN, VW N cuoowpeuon Pe ADP, adpevaAivn, Bpouivn Kai
KOAAQYOVO €ival QUOIOAOYIKH.

e H diayvwon TiBetar pe kKutTapoueTpia porg (averrdpkeia GPIb/IX/V).
(Berndt MC and Andrews RK., 2011).

Bernard-Soulier diseases

'
| o ‘{_w P e

EPINEPHRINE COLLAGEN RISTOCETIN

Eikéva 25: Juoowpeuon aiuyorreraldiwv oro ouvdpouo Bernard - Soulier

OpouBacBéveia Glanzmann

H BpoppacBéveia Glanzmann Trepiypd@nke yia Tpwtn @opd 10 1918, amod
Tov E. Glanzmann. Eival pia otrdvia KAnpovouiky vOoOog, TToU KANPOVOUEITal
ME QUTOOWMATIKO UTTOAEITTOUEVO XOPAKTAPA KAl OQEIAETAI OE TTOOOTIKA N
TTOIOTIKA AVETTAPKEIA TOU UuTTodoXEa Ivwdoyovou GPIIb-llla otn peuppdvn Twyv
aigotreTaAiwy. Ta yovidia Twv YAUKOTTpWTEIVWYV Tou cUuUTTAéypaTog GPIIb-Illa
Bpiokovral o010 Xpwuoéocwpa 17 ka 50% TG dpacTIKATNTAG TWV
YAUKOTTPWTEIVWV €ival QpKETA yia Tn @ualoloyikh aigooTacn. MeTaAAGgelg
(>70) oTta yovidia TTOU KWAIKOTTOIOUV TOV UTTOBOXEQ TTPOKAAOUV AVETTAPKEIQ
TWV YAUKOTTPWTEIVWYV, N OTToId TTPOKAAEI dIATAPAXEG OTN CUCCWPEUCH TWV
QIMOTTETOAIWV KATA TO OXNMATIONO TOU apXIKOU aiuoTTETaAIaKOU Bpouou Kai
aigoppayikn d1GdBeon (George JN, et al , 1990).

H véoog diakpiveTal o€ dUO TUTTOUG:

21ov TUTTO 1, o1 aoBeveic éxouv apiBud utmodoxéwv GP llb-llla <5% Ttou
QUOIOAOYIKOU Kal cofapr aiyoppayikny didBeon kal otov TUTTO 2 £xouv 10 —
20% Twv umtodoxéwv Kal nmoTEPN aigoppayiky didBeon. H véoog
eKONAWVETAI PE OUAOppayieG, MNVOPPAYIEG, pPIVOPPAYIEG, QIPNATOUPIEG,
aipoppayieg NEX, omdvia aipapBpa Kal AlyoppayieG O€ TPAUUATIOPOUG N
XEIPOUPYIKEG eTTEPPRAOEIC (Toogeh G, et al., 2004).
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EpyaoTtnpiakn didyvwon

e O apiBu6G TwV QIMOTTETAAIWY Kal TO MEYEBOG TWV QIPOTTETOAIWY Egival
(PUOIOAOYIKOG.

e O xpbdvog poNg gival TTAPATETAPEVOG.

e 2Tn MEAETN TNG AciToupylkOTNTAG Twv  alpoTreETOANiwv e PFA-100
TTapaTtnEEital TTapateTapévog (> 200 sec) xpovog kAeigipartog (closure
time), otnv e¢étaon ye CEPI kai CADP (Harrison P, et al.,1999).

e Agev TTAPATNPEITAI CUCCWPEUOT TWV AIJOTTETAAIWY WG atravrnon oto ADP,
TNV adpevaAivn, T0 KOAaydvo Kal To apaxIdoviKO o¢U evw N ATTAvTNOon
oTn PIOTOOETIVN €ival GUOIOAOYIKN.

e H didyvwon TiBeTal ye KuTTOpOUETPia pong (avetrdpkeia GP llb-1l1a) kal pe
avaldnTnon Twv JETAAAEEWV WE TEXVIKEG MOpPIaKAG PioAoyiag (Ali N, et
al.,2008).

Glanzmann's thrombasthenia

EPINEPHRINE COLLAGEN RISTOCETIN

Eikéva 26: 2uocowpeuon aiuorretaliwv otn BpouBacbéveia Glanzmann

AipotreTaAlak6g TUTTOG | vOo oG weudo - von Willebrand

O aigotreTaAiakdg TUTTOG 1} vooog weudo - von Willebrand, eival pia otravia
dlaTapaxf Twv AIUOTTETOAIWY, N OTToid KANPOVOMEITAlI PE AUTOOWMATIKO
KUPIOPXO XOPOKTAPO KOl XOPAKTNEICeTal OTTd  augnuévn OUYYEVEID TOU
uttodoxéa GPlba Tng em@dveiag Twv aIJOTTETAAIWY KAl TOU TTapdyovTa von
Willebrand tou mAdopaTtog. Ogeiletal oe peTaAAdéeig oTo yovidio GP1BA, mou
Kwoikorrolei Tov utmodoxéa GPIba. H diatapaxr TTpokaAei utrtepBOAIKA Kal un
avaykaia aAANAETTIOpaon PETALU TwV AIMOTTETAAIWY KAl TwV UWnAoU PopIakou
Bdapoug ToOAupepwy Tou Trapdyovia von Willebrand, pe atotéAeopa Tn
QTTOMAKPUVOR TOUG atTd TV KUKAOQOpPIa, BpouBoTrevia Kal ATTIO AIJOPPAYIKA
01606gon, n otroia emMOEIVWOVETAI OTAV KUNON KAl 0T BepaTreia ye aoTmipivn A
GAAa avTiaigoTTETaAIOKA @apuaka (Othman M., 2011).

H vooog €xel TTOAG KoIva KAIVIKA KAl EpYyaOTNPIOKA XOPAKTNPIOTIKA PE TOV
TUTTO 2B TnG vooou von Willebrand (Bpopfotrevia, XapnAd Asiroupyikd Kai
QUOIoAOYIKA avTiyovikd eTTiTreda Tou Trapdyovra von Willebrand, au&nuévn
OUYKOAANON TWV QIJOTTETOAIWY TTapouUdia PIOTOOETIVNG) Kal n dlaPopIKA
O1dyvwaon JETAEU TOUG YivETal PE TNV KUTTAPOMETPIO POAG Kal TNV yovidIakn
avaAuon. 21n véoog weudo - von Willebrand avayvwpifovral peTaAAAEEIG OTO
yovidio GP1BA, evw oTo turmro 2B oo yovidio tou mapayovra von Willebrand
(Enayat MS, et al., 2006).
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2)A10TOpAXEC TWV UTTOBOYXEWV QIUOTTETAAIWYV VIO TOUC S1aAuTOUC
AYWVIOTEG

O1 diatapax€g Twv UTTOBOXEWV AIJOTTETAAIWY YIa TOUG DIOAUTOUG QYWVIOTEG
gival oTTAvIEG KANPOVOUIKEG BPOUBOKUTTOTTABEIEG Kal O@EiAovTal O€ dIATAPAXES
TWV QIMOTTETONIOKWY  UTTOdOXEWV  eTTIveppivng, ADP 1 TXA2. ‘Exouv
TeEpIypa@ei o€ €AAXIOTOUG aoBeveic Kal ouvodeuovtal aTTO  AIMOPPAYIKA
d1GB¢eon.

AlaTapaxég TWV a2 AdPEVEPYIKWYV UTTOSOXEWV TWV AIJOTTETAAIWYV

‘Exouv Trepiypagei dUO OIKOYEVEIEG UE AVETTAPKEID TWV O2-adPEVEPYIKWV
aigotreToONloKWY  uttodoxéwv. O1  aoBeveic pe T dilatapaxy auTh
TTapoucidlouv TTABOAOYIK | CUCCWPEEUCN KOl €KKPION TWV KOKKiWV, WG
atravtnon otnv adpevalivn (€TIve@pivn) Kal @ualoAoyikr) amrdvrnon oto ADP
Kal oto KoAAayévo (Rao AK, et al., 1988).

Alatapayxég Tou uttodoxéa TNG TXA2 TwV AIJOTTETAAIWYV

‘Exouv Trepiypagei T€ooepig aoBeveic pe diatapax Twv uttodoxéwv TXA2,
AOYw PETOAAGEEWY OTO YOVIdIO TTOU KWOIKOTTOIEN TIG TTPWTEIVEG TOU UTTODOXEQ.
O1 aoBeveic autoi ouvBETouv TXA2, PeETA e€wyevh xopriynon apaxidovikou
0&€0G, aAAG TTapoucIAdouv dIATAPAXEG OTN CUCCWPEEUCN TWV AIMOTTETAAIWY
o€ dIAPOPOUG aywVvIoTEG, e€alTiag diatapaxns TNG oUleuéng Twv UTTOOOXEWV
TXA2 ue 11 G Tpwreiveg kai TN wao@oAitrdon (Ushikubi F, et al., 1987).

Alatapayxég Twv uttodoxéwv Tou ADP TwV alpoTtreTaAiwyv

MéExpl OruEPa £XOUV TTEPIYPAPEI KANPOVOUIKESG dIATAPAXEG HOVO Twv P2Y12
UTTOOOXEWYV, Ol OTTOIEG KANPOVOUOUVTAl HE QUTOOWHMATIKO UTTOAEITTOUEVO
XOPAKTAPa Kal ouvodevuovtal amd aigoppayikr) d1aBson. O1 aoBeveic pe Tn
dlaTapaxn auti TTapoucidalouv TTapdTacn Tou XPOVou Por), EAATTWHEVN KAl
AvVaOoTPEWYIUN cuoowpPeuon oTn BpouBivn Kal To KOAAQYOVO Kal €AAXIOTN Kal
TaXEWG QVAOTPEWIUN CUCCWPEUON aKOPN Kal o€ UWPNAES ouykevTpwoelg ADP
(>10 pM). O1 Odlatapaxéc o@eilovral oc PETAAAALEIC OTO yovidlo TTou
KWwOIKOoTTOIEI TOUG UTTOdOoXEIG P2Y12 (Remijn JA, et al., 2007).

3)AI0TAPOYEC TWV KOKKIWV TWV QIUOTTETAAIWV

AlaTapayég Twv 8- KOKKiwv
Avetrdpkela d-kokkiwv (storage pool disease).

O1 aoBeveig pe averrdpkela Twv O - KOKKiwv TTapouciddouv AT 1 PETPIA
aioppayik d1dBeon PE aINOPPAYIKEG eKONAWOEIC aTTd TO dEPUA KAl TOUG
BAevvoyovoug. Eival yia omravia diatapaxr], TTou XapakTnpiletalr amd peiwon
TOU TTEPIEXOMEVOU TWV O — KOKKiwv, aAAG n TTapaTtApnon HeE NAEKTPOVIKO
MIKPOOKOTTIO 1 hE @BopIoud £€de1Cav OTI n diatapaxn €ival JAAAOV TTOIOTIKN
TTapd TTO0O0TIKY, dedopévou OTI 0 apIBUOG Twv O — KOKKiwV gival eEAAQPUG
MEIWPEVOG OAAG ATTOUCIAZEl O TTUKVOG TTUPNVAG TWV KOKKIWV (KEVA KOKKiQ).
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KAnpovoueital ue auTooWHATIKO UTTOAEITTOMEVO 1] KUPIOPXO XAPAKTHPA Kal Ta

aropga  gu@avifouv  TTpodidbeon oTtnv  avdmTugn ofgiag  PueAoyevoug

Aeuxaiyiog, Adyw yerrviaong Twv utrelBuvwy yovidiwv kabwg. Epgavifouv

emmiong Tpodidbeon oTnV AvATITUEN TIVEUMOVIKNAG UTTEPTAONG, AOYyw TwV

uynAwyv emTédwV ogpoTovivng Tou TTAGouaTog, e€aitiag TNG EAAEIYNG Twv O —

KOKKiwV TTou gival opyavUAAia atmoBrikeuong Tng ogpoTovivng (Gerrard JM and

McNicol A.,1992; Herve P, et al.,1990).

EpyaoTnpiakn didyvwon

Mapdartaon Tou Xpovo pong

e [laBoAoyikf €KKPION Twv AIYOTTETAAIWV UTTd Tnv €TTidpacn dlapopwv
AYWVIOTWV

e AlaTapax£G OTN CUCCWPEEUCH TWV AIJOTTETOAIWV

e  DuoIoAOYIKY TTPWTOYEVAG OUCOWPEUCH TWV QINOTTETOAIWY 0TO0 ADP  Kai
oTnV ETTIVEQPIVN

e EAdTTWON A TAAPNG atroucia Tou OEUTEPOYEVOUG KUMATOG Kal TNG
OuUCOWPEUONG OTO KOAQYOVO

e H didyvwon TiBeTAI YE TN PWTO-CUCCWHATOUETPIO KAl TAV KUTTAPOUETPIO
pong (Cattaneo M., 2008).

20vdpopo Chediak-Higashi

Mepiypdonke 10 1995 Kal xapaktnpi¢etal atrd oQOAAPOdEPHATIKO AAPIOUO,
OUBETEPOTTEVIKEG UTTOTPOTTIA(OUCEG AOINWEEIG, TTEPIPEPIKI) VEUPOTTABEIQ Kal
aigoppayiky d1dBeon, AOyw eAATTWONG TOU APIBUOU Twv O -KOKKiwV Kal
TTAPOUCia YIYAVTIWV  KUTTAPOTTAACOPATIKWY KOKKiWV OTO TTPWTOTTAQOUA TWV
OUBETEPOPIAWY, HEYOKAPUOKUTTAPWY OGAAG Kal PN QIMOTTOINTIKWY KUTTAPWV
(veupwveg). KAnpovopeital ye auToowHATIKG UTTOAEITTOUEVO XOPAKTAPA KAl Ol
aoBeveic kataArnyouv ocuvnBwg otnv 1n dekasTia TNG (WG TOUG.

OgeileTal o€ peTaAAdgeig Tou yovidiou CHS1 utretBuvou yia Tnv TTapaywyn
TPWTEIVNG TToU pubpilel TN METAPOPAE TOLIKWYVY OUCIWV OTA AUCOCWHATI
(Kaplan J, De et al, 2008).9
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Eikéva 27: OuderepogiAo oto ouvdpouo Chediak-Higashi
20vdpopo Hermansky — Pudlak

To ouvdpopo TrepIypdenke To 1959 kai givalr otravia diatapaxr (1/500.000
OTO VYEVIKO TANBuopd). KAnpovopeitar Pe QUTOOWMATIKO  UTTOAEITTOUEVO
XOPAKTAPQ Kal Xapaktnpietal amd aA@ioud Kal aigoppayikn didbeon, Adyw
atrouaciag fj onUAvTikAG EAATTWONG TwV O - KOKKiwV. O@eiAeTal o€ HETAAAAEEIG
o€ 8 yovidia (HPS — 1 — 8), ol o1roieg TTpokaAoUV dlaTapaxr oTo oxXnuUaTIoud
KUTTOPIKWY opyavuliwy, O0TTwG Twv heAavoowuaTtiwv (Carmona-Rivera C, et
al.,2011).

20vdpopo TAR (Thrombocytopenia Absent Radius syndrome - TAR -)

To ouvdpouo TAR (ocuvdpouo BpoupoTtreviag Pe artroucia Kepkidag) eival
KANPOVOIKN VvOOOG, TToU METARIBAZETAl PE QUTOCWHOTIKO UTTOAEITTOUEVO
XOPOKTAPQ KAl YXApoKTNPEIiZeTal aTTd AP@OTEPOTTAEUPN ATTOUCIa  KEPKIdAG,
dlaTapaxEég TNG avamTuéng ooTwyV, OOMIKEG avwHaAieG KapdIAG Kal VEQPWYV,
BpoppoTrevia Ye UTTOTTAQCIA TWV HEYOKOAPUOKUTTAPWY Kal AVETTAPKEIQ O —
KOKKiwv Kal cofapr] aigoppayikr) d1a0eon. O@eileTal o€ PETAANALEIC Twv
yovidiwv HOXA10, HOXA1l, HOXD11, Ta otoia puBuifouv Tn €uRPUOVIKN
avaTtuén (Eleischman RA, et al., 2002).

20vdpopo Wiskott-Aldrich

To ouvdpopo Wiskott-Aldrich (WAS) xapaktnpicetal atmd 10 JIKPO PEyeBOg
TwWV algoTTETOAIWY, BpouBoTrevia, onuavTiK HEiwon Twv & — KOKKiwv Kal
omdvia Kal Twv o — KOKKiwv, Ama 1 oofapr aigoppayikry O1dbgon,
UTTOTPOTTIAlOUCEG  AOINWEEIGC  AOYW  AVOOOQVETTAPKEIAG KAl €KCEMA.
KAnpovoueital e QUAOCUVOETO XAPAKTAPA Kal N ouxvoTnTA Tou oTnVv EupwTrn
gival 1/250.000 yevvnoeig appévwy. To ouvdpopo ogeileTal o€ PeTAAAAEN oTO
yovidio WAS o010 Xpwuéowpa X (Xp11.22), TTou KWOIKOTTOIEI TN TTPWTEIVN
WASP, n otroia puBuilel Tov TTOAUPEPIOPO TNG OKTIVAG TOU KUTTAPOOKEAETOU
(Binder V, et al., 2006).

AlaTapaxég Twv a-KOKKiwv
20vdpopo @aiou aipotreTadiou (Gray-Platelet Syndrome - GPS)

To ouUvdpouo TOUu @aloU QIMOTTETAAIOU TTEPIYPAPNKE YIa TTPWTN POopPd TO
1971. Eivai otravia diatapaxr|, KANPOVOUEITAI JE AUTOCWUATIKO UTTOAEITTOUEVO
 KUpiapx0o XOPOKTAPO Kal OQeileTal 0€ PETAAAGEEIC O0TO yovidlo GATA-1.
XapakTnpi¢eral atro Ama BpouoTrevia, JeyGAa Kal KEVOTOTTIWSN QIPMOTTETAAIQ,
QTTOUCIa TWV a — KOKKiWV Kal ATTIa /| JETpIa aioppayikh didBeon.
EpyaoTtnpiakn didyvwon
e T[lapdraon Tou xpdvou Pong
e 'Hmia BpoupoTevia (aigotrerdAia 50.00-100.000/mm?)
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e AlgotreTGNIO PE YKPIda atTOXpwaon Kal AKOKKA OTnV TTapATApPNOon HE OTO
OTITIKO MIKPOOKOTTIO META aTTO Xpwon May-Grunwald/Giemsa

e H ouoowpeuon Twv aigotreTaAiwv Ye 10 ADP kal tTnv adpevalivn eival
QUOIOAOYIKA

e 2& OPIOUEVEG TTEPITITWOEIG OlIATAPAXN OTN cucowpeuon Pe ADP, XaunAég
OUYKEVTPWOEIG BpopPivng rj koAAaydvou

e 'Hma puehoivwon o€ opiopévoug aoBeveig, atrotéAeoua TG TTANBWPAg
TWV KUTTOPOKIVWYV, Ol OTTOIEG EKKPIVOVTAI ATTO TA UTTOKOKKIWON AIJOTTETAAIN
Kl TO JEYAKOPUOKUTTOPO

e Augnuéva emireda Tou PF4 kai NG B-TG tou mAdopatog (Nurden AT,
Nurden P.,2007).

Eikéva 28: 20vdpouo @aiou aiuorreraliou

OpopuBokutToTTddeia Quebec

H OpoppBokuttordBeia Quebec peTaBIfadeTal pPe TOV  QUTOOWUATIKO
ETTIKPATOUVTA XOPOKTPA KAl OQEIAETAI O€ AVETTAPKEIO TNG TTOAUMEPIVNG KAl
avwuaAn TTpwtedAucn Tou Trapdyovia Vo Kal GAAwvV  TTPWTEIVWV  TOU
TTEPIEXOMEVOU TWV O-KOKKiWV, PE CUVETTEIQ TNV €VOOQINOTTETOAIOKA augnon
TWV ETITTEOWYV TOU EVOOQIUOTIETAAIOKOU EVEPYOTTOINTA TOU IVWOOYOVOU TUTTOU
oupokivaong (uPA). 2tn dilatapaxy QuTh  TTapaTnpeital - atrouaia
QIUOTTETOAIOKNG OCUCOWPEUONG OE  XOUNAEG OOOEIC  ETTIVEQPIVNG KAl
QUOIOAOYIKA 1 MEIWPEVN OUYKOAANON o€ ADP Kal KOAAQyOVO. 2T0 NAEKTPOVIKO
MIKPOOKOTTIO aiveTal OTI dlatnpeital N doul TwV a — KOKKiwv aAAG uTTapxel
ONPAvTIKA EAATTWON TWV TTPWTEIVWYV Toug. O1 acBeveic pe OpouBokuTTOTTABEI
Quebec euygpaviCouv cofapéc aigoppayieg,  AOyw  UTTEPIVWOOAUONG
QIMOTTETONIOKNG TTPOEAEUCNG KAl QVTATTOKPivOvTal YOVO OTa avTIVWOOAUTIKA
@dppaka (Diamandis M, et al., 2008).
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20vdpopo Paris-Trousseau/Jacobsen

To ouvdpopo Paris-Trousseau/Jacobsen, TTou TTpwTOTTEPIYPAPNKE TO 1993
KAl OQEIAETAI OTNV ATTWAEIQ TOU TEAIKOU TUAPATOG TOU POKPOU OKEAOUG TOU
xpwpoowpuatog 11( del 11qg), oto omoio evromifetar 1O Yyovidio Fli.l.
Xapaktnpi¢etal ammdé  BpopPotrevia kKal ATTIA algoppayikr)  d1aBgon. 210
TEPIPEPIKO Aipa UTTAPXOUV AIYOTTETAAIO HPE YIYAVTIQia O — KOKKid, Ta OTToia
OMWG OEV EKKPIVOUV TO TTEPIEXOUEVO TOUG PETA aTTO dIEyepon e BpouPivn evw
OTO MUEAG TTAPATNPOUVTAI JEYAKAPUOKUTTAPA, TTOAAG atrd Ta oTroia Ogixvouv
onueia TTaBOAOYIKAG wpipavong r evOouUeNIKAG KUTTapoAuong (Breton-
Gorius, et al., 1995).

To ouvdpouo Jacobsen xapaktnpifetal €TTiong a1rd €AAEIYN TOU PAKPOU
OKEAOUG TOU XPWHOOWHATOS 1, aAAG coBapdTeEPO aluoppayIkd QaIVOTUTTIO Kal
OUVOUACETal HPE OUYYEVEIC KAPOIOKEG avwMOAIEG, vonTIK uoTEpnon,
kabuoTtépnon TNG avamTuéng Kal TNG KIVNTIKOTNTAG, TPIYWVIKEQOAIQ Kal
QUOUOPYIEG TOU TTPOCWTTOU KAl TTPORARUATA atrd Toug ogpBaAuoug, To NEZ kai
TO oupoyevvnTIKG cuoTnua (Mattina T, et al, 2009).

Eikéva 29: 20vopouo Paris-Trousseau

4) AloTopayx£éC TwWV 0dWV HETOYWYNRC TOU ORUOTOC

Alatapayxég Tng kukAooguyevaong (aspirin like defect)

O1 diatapaxéc TNG KukAoofuyevAong eival OTTAVIEG Kal KANPOVOPOUVTAI
ouvnbws HPE AUTOOWHATIKO  Kupiapxo Xapaktipd. [MpokaAouv ATTIa
aioppayiky d1dBeon kal TTapapévouv  adidyvwaoTeG OTIC TTEPICCOTEPES
TEQITITWOEIG.  Ta  aQIUOTTETANIA  TWV  acBevwv  pe  dlaTtapaxeég NG
KUKAOOEUYEVAONG CUUTTEPIPEPOVTAI OTTWG QUTA TwV aoBevwy TTou Aaudvouv
aoTmipivn, n OToia  TTPOKAAEI PN AvOOTPEWIPNN  aAvaoToA  Tng
KukAooguyevaong. Na 1o Adyo auTtd, TTpiv TTPOXWPEACOUKE GTNV EPYACTNPIAKN
dlepelvnon, TTPETTEI va OTTOKAEIETAI N ARWn acTTIpivng 1 TTapAywywv TOU
OaAIKUAIKOU 0E€0¢ aTTO TO aoBevn.

EpyaoTnpiakn didyvwon
e [laBoAoyiky OuCOwWpPEUCN Kal EKKPION META a1mO  OIEyeEpon Twv
QIYOTTETAAIWYV HE:

64


http://www.ncbi.nlm.nih.gov/pubmed?term=Mattina%20T%5BAuthor%5D&cauthor=true&cauthor_uid=19267933

ADP
Emmiveppivn
KoAAayévo

o Apaxidoviké ogu
e Quaoioloyikr) atravinon otn TXA2
e Atrouadia Tapaywyng TXA2 atro Ta aigoTTETAAIN
H diarapax xapoktnpidetar wg TUmTOU 1 OTaAv 1O €TTTEdA  TNG
KUKAOOGUYEVAONG €ival PN aviXVEUOIUA KOl WG TUTTOU 2 O€ TIEPITITWON
TTAPOUCIAg QUOIOAOYIKWY ETITTEOWY BUCAEITOUPYIKAG TTPWTEIVNG Tou €v{UUOU
(Rolf N, et al., 2009).

O O O

5) AlaTapoX£C TWV @WOPOAITTIOIWV TWV AIUNOTTETOAIWV

20vdpopo Scott

2T0 OUVOpPOMO Scott TTapaTnpeital diatapaxr TNG ACUPMPETPIOG TNG AITTIBIKN
OITTAOOTIBAdOG TNG MEMPPAVNG TWV CIMOTTETONIWY HE ATTOTEAECHQ TNV
QveTTaPK €kBeon @woeamiduAoepivng OTn  €EWTEPIKA  €mM@AvEId  TWV
QAIJOTTETOAIWV Kal aigoppayikh 81d0eon cuxva TToOAU cofapr). H diatapaxn
KANPOVOUEITAI JE AQUTOOWHATIKO KUPIAPXO XAPOKTAPA KAl OTOV £PYACTNPIOKO
EAEYXO €V O apPIBPOG, N dour, N TTPOOKOAANCT, N CUCCWPEEUOT, N €KKPION, TO
TTEPIEXOMEVO TWV KOKKIWV Kal O METOABOAIOUOC TWV QIPOTIETAAIWY €ivai
QUOIOAOYIKA, N KatavaAwon TTPoBpoufivng Kal CUVETTWGS Kal N TTapaywyn
Bpoupivng katd TNV TNEN TOU aQipaTog cival eAatTwuévn (Zwaal FA.et al,
2004).

KAHPONOMIKEZ ©OPOMBOIIENIEZ

O1  kAnpovouikég Opoufotrevieg  eival  ommdvieg  Kal  TTOAEG  QOPEG
QVOKAAUTITOVTOI TuxXaia. YTTApyxouv OIatapax€G Ol OTTOiEG €KdNAwvovTal HE
ooBapn aigoppayikr didbeon ammd TN PPEPIKA NAIKIA, vy GANEG TTapauEVOUV
adIAyvwaoTeEG Kal oTnV €VAIKO Cw.

O1 kKAnpovopikég BpoupoTrevieg dlakpivovTal O€:
1. OpoppoTtrevieg Pe PIKPO HEYEBOG alOTTETOAIWY
e 2U0vOpopo Wiskott-Aldrich
e X-linked BpouBorrevia
2. OpoupoTrevieg e QUOIOAOYIKO HEYEBOG AIOTTETAAIWV
o JUYYEVAS aUEYAKapPUOKUTTAapPIKY BpouBoTrevia
e 2U0VvOpopO BpoupoTreviag e atrouaia KePKidag
3. OpoppoTrevieg pe peyaAo PEyEBOG AIMOTTETAAIWY
e Meooyelokn pakpoBpoupBoTrevia
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2 uvdpopo DiGeorge 1} velocardiofacial cuvdpouo
AlpotreTaAiakou TUTTOU 1} véoog weudo — von Willerand
AvwpaAia May-Hegglin

e 2UvOpopo Paris-Troussau / Jacobsen (Cattaneo M., 2008).
H Kup16Tepn atrod TIG dIATAPAXES QUTEG gival n):

Avwualdia May-Hegglin

H avwpaAdia May-Hegglin (ouvdpouo Fechtner i  Sebastian 3 Epstein )
KANPOVOEITAI PJE TOV QUTOCWHATIKO KUPIOPXO. ZAMEPA €ival YVWOTH KAl WG
MYH9 — RD (myocin heavy chain 9 — related disorder) kai o@eiAeTal o€
METAAAGEEIC oTo yovidlo MYH9 oT1o Xpwudowua 22, To OTT0I0 KWOIKOTTOIE TN
Bapid aAucida Tn puoacivng, n otroia eKPPAZeTal Ot OIAPOPETIKOUG 10TOUG
(aipoTreTdAIa, vEQpPOI, AcUKd aipgoo@aipia).

Xapaktnpi¢etal  a1md aipoppayikny d1adBeon, Ama r; cofapr BpoupoTrevia,
MeyAAa aigoTreTAAIa, Baoed@IAa EykAEIoTa oTa oudeTepo@iAa (“‘Dohle-like”
OWWATIA), TA OTTOIa ATTOTEAOUV £VOOKUTTAPIA KABICAPATA TS Bapldg aAuaidag
TNG MUOCIVNG, OpaTA ME TO NAEKTPOVIKO MIKPOOKOTTIO KAl (QUOIOAOYIKA
oucowpeuon Twv aigoTreTaAiwv oto  ADP, kKOA\ayovo Kal pICTOCETIvN.
2uvodelETal ATTO KWPWON, VEPPITIda Kal KaTtappdkTn (Saito H and Kunishima
S., 2008).

Eikéva 30: Avwuadia May-Hegglin

AITEIAKEZ AITIEZ AIMOPPATIAZ
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O1 ayyeloKkEG aITieg TTOU TTPOKAAOUV aloppayikr) d1a8gon gival KANPOVOUIKEG

1 €TTKTNTEG KaI OQEIAOvVTAl O€ AYYEIOUTTEPTTAACTIKEG DIATAPAXES (AYYEIOYEVED
€UBPAUOTWY ayyeiwv), o€ OOPIKEG dIATAPAXEG TOU TTEPIAYYEIAKOU 10TOU, O€
AYYEIOKOUG TPAUUATIOPOUG KAl 0€ GAEYUOVWOEIG DIOTAPAXEG.
O1 ayyelokég dlatapaxeg ekdNAwvovTal ouvnBwS HE QUTOPATEG I EUKOAEG
OEPUATIKEG aQIPOpPAYieg, OTIC OTTOIEG TTapaTnpEiTal e€ayyeiwon aiyartog oTo
0épua  Kal  OXNUATIONOG  TIETEXILWV 1} TTOPQUPIKOU  €EAVOAPATOG KOl
EKXUMWOEWV. ZTTAVIOTEPQ PTTOPEI VO TTPOKAAECOUV OOPBAPATEPES AIUOPPAYIEG,
OTTWG OTNV KANPOVOIKI QIJopPayIKr TNAQYYEIEKTATIA.

Ta&ivounon ayyeiakwy aiTiWV adigoppayioc

KAnpovouikég diarapaxég

e KAnpovouikr aioppayiki TnAayyeiektacia (vooog Rendu-Weber-Osler)
e [iydvrio aipyayyeciwpa (Kasabach-Meritt)

e Artaia — TnAayyeiekTaoia

e AlaTapax£g Tou oUuvOETIKOU I0TOU

e 2Uvdpopo Ehlers — Danlos

o ATeNG ooTEOYEVEDN
e EA0OTIKO weudoavbwua
e 2UvOpopo Marfan

Emiktnreg diarapaxég
o ETTiKTNTEG AYYEIQKES TTOPPUPES

O1 eTTKTNTEG AYYEIOKEG TTOPPUPEG TTPOKOAOUVTAI QIPNOOTATIKEG DIOTAPAXES
(TTOOOTIKEG Kal TTOIOTIKEG OIATAPAXEG TWV  QIMOTTETAAIWY, OIOTAPAXEG TWV
TTOPAYOVTWY TNG TTMENG) Kal atro dIaTAPAXES TWV AYYEIWV.

O1 onpavTIKOTEPES aTTd TIC KANPOVOUIKES dlaTapaxEG €ival ol €E1G:
KAnpovouikn aigoppayikn tnAayyeiekracia (véoog Rendu-Weber-Osler)

H véoog cival ommavia ayyeloUtmepmAaoTIKA diatapaxr (ouxvornta: 1/5.000 -
10.000 oT1o yevikdé TTANBUCWPO), n OTToid  KANPOVOUEITAI UE QUTOCWHMHATIKO
KUpiapxo XapaKTrpa. ZuvdéeTal aImioAoyIKG ue hJETaAAAEEIC oTa yovidia ENG
(evdoyAivn), oto xpwuoocwua 9 kai ALK1 (activin receptorlike kinase type 1),
o010 XpwHéowa 12. Ta yovidla auté KwdIKOTTOIOUV UTTOBOXEIS yia Tov TGF-b
(transforming growth factor-beta), TTou Tailel onuavTikd POAO OTO OXNMOTIONO
Twv ayyeiwv (Prigoda NL, et al., 2006).

To XApaKTNPIOTIKO YVWPIOUA TNG VOOOU Egival n TOTTKR OIATaon Twv
METATPIXOEIDIKWY QAEPRIdiwY. O1 duoTTAacieg auTég odnyouv OTO OXNMUOATIONO
eUBpauoTwy aptnplo@AeBIkwy shunts, TnAayyeiekTaciwy 1 aveupuoudtwy. Ol
TNAQYYEIEKTATIEG EVTOTTICOVTAI OTO PIVOPAPUYYQA, Ta XEIAN, TN YAwooa, To KNZ,
TOUG TTVEUPOVEG, TO NTTAP, TOV OTTARVA, TOV oupoyevvnTikKG cuoTnua, 1o NEZ,
T0 Oépua, TOV EMTTEQUKOTA, KATT. O1 OuxvoTepeg €KONAWOEIG €ival n
pIVOPPAYiEG KAl Ol AIJOPPAYIEG TOU TIETITIKOU OWANVA, Ol OTTOIEG UTTOPEI va
QTTAITAOOUV UETAYYIOEIG EpUBPWYV | va TTPOKAAECOUV OTAdIOKA OIONPOTTEVIKA
avaipia (Giordano P, et al., 2013).
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Eikéva 31: TnAayyeiekraoiec yAwooag

ryavrio aiyayysiwua (cuvdpouo Kasabach-Meritt)

To ouvdpouo Kasabach-Meritt €ival pia otrdvia diatapaxr Kal eu@avifeTal
otnv  Bpeik Kol TTaIdIKA  nAIKia. MpdkeiTal  ayyelokoug  OyKoug
(aipayyelwpaTa), TToU TTPOEPXOVTAl ATTO éva alhayyeloevooBnAiwpa r; GAAo
ayyelakd dyko Kal ouxva xpovoAoyouvtal atrd Tn yévvnorn. Epgavidovral e mn
MOP®N €PPAVOUG OEPUATIKOU YIYAVTIQIOU QIPAYYEIWPATOS 1 TTOAAATTAWY
MIKPOTEPWYV AIPAYYEIWPATWY, TTOU EVTOTTICOVTAI KUPIWG OTA AKPA, TOV KOPUO,
TOV TPAXNAO, TO TTPOCWTTO A TOV OTTICBOTTEPITOVAIKO XWPO.

Ta aigayyeiwpara autd ouvoudlovtal e BpopBoTtrevia Kal dIaTAPAXES TNG
TAENG, AOYW TOTTIKAG €vepyoTToinong Tng TNENG KAl KAatavaAwong  Twv
Tapayoviwyv TAENG Kal Tou IVwdOoyovou, TTOU MTTOPEl va odnyAoouv o€
d1axuTtn evdayyelakn TmMén Kal aioppayikni didbeon ouxva atrelAnTIKr yia Tn
Cwn. MtTopei €1miong va TTPOKAAECOUV  QIPMOAUTIKA avaiyia, Adyw pnXavikng
KATaOTPOPNG TWV EPUBPWV aIuoTPaIpiwyY.

H &idyvwon Twv ayyelokwyv BAaBwv yivetalr pe agovikf 1 payvnTikn
TopOYpPAYia KAl ayyEIOypa®ia Kal QVTIMETWTTICOVTAI PUE XEIPOUPYIKH agaipeon i
eupBoAioud (Hall G., 2001).

2uvépopo Ehlers - Danlos

To ouvdpopo Ehlers - Danlos c€ivar pia opdda Evieka OIOQOPETIKWY
KANPOVOUIKWY OIaTOpaXWV TOU OUVOETIKOU IO0TOU TIOU TTPOKaAoUvVTAl ATTO
dIaTAPAXEG OTAV TTAPAYWYH Kal Th OOMI TOU KOAAQYOVOU Kal TWV TTPWTEIVWY,
ol oTroie¢ aAANAeIdpoUuv pe To KOAAayovo. O@eileTal o€ PETAANAELEIS TwV
yovidiwv COLS5A 4 COL3A Kal KANPOVOWUEITAI PE AUTOOWHATIKO Kupiapxo N
uTTOAEITTOPEVO XapakThpa (Mayer K, et al, 2012., Eur J, 2013).

O1 diatapaxég Tou KOAAayovou €TTNPEACOUV TIG PNXQVIKEG 1816TNTEG TOU
OEPUATOG, TWV APBPWOEWY, TWV CUVOECHWY, TWV OTTAGXVWYV KAl TWV ayYEiwv
KAl TTPOKOAOUV UTTEPEAACTIKOTNTA KAl EUBPAUCTOTNTA TOU BEPUATOG, AYYEIAKN)
Kal OTTAQXVIKA EuBpauaTOTNTA, QIJOPPAYIKF OIGBECN KAl UTTEPEKTACINOTNTA KAl
utTEPEUAUYITia Twv apBpwoewv. O onUAvTIKOTEPES KAIVIKEG EKONAWOEIC TOU
ouvOpOlOoU Eival:
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o YTTEPEKTAOIUOTNTA TOU OEPUATOG PE OUXVEG PAEEIS

MTwx €TOUAWON XEIPOUPYIKWY TPAUPATWY, QVWHUOAN OUAOTIOINCN Kal

EMPAVEIG OUAEG

2oBapn utTEPEUAUYITIa TV aPBPWOEWY PE QUTOUOTES ECAPOPWOEIG

Kipooi kal Tepuivboeldeic weudodykol

KugpookoAiwan, peyahog BAaiodg 6AkTuAog, TTAaTuTTodia

AepUATIKEG EKXUPWOEIS KAl prgn ayyeiwv

Kapdlokég avwuaAieg, TTPOTITwoN TNG MITPOEIdoUg BaABidag, aptnplokd

aveupuopaTa
2Upowva pe TN vedtepn Tagivounon Olakpivovralr 6 Kupiol TUTTOI TOU
OuvOpPOUOU:

KAaoikég TUtToC (TUTTOC | Kan 1l otnv TTaAaidtepn Tagivounon)

YT1repPeUAUYIOTOG TUTTOG (TUTTOG )

Ayyelokog TUTTOG (TUTTOG 1V)

KugpookoAiwTikdg TUTTOG (TUTTOG VI)

ApBpoxahaon (VIIA kai B)

AepparooTtrapagn (tutrog VIIC)

AANAoi TuTTOI (V, VI, IX, X kai XI)
O ayyeiakog (1V), eival o TUTTOG TOU CUVOPOPOU OTOV OTTOIO TTapaTNEOUVTAI
1I01aiTepa coPBapd aigoppayikd €TEICOdIA, OTTWS PAEN Kal  dIaXWPIOTIKA
aveupUOMOTa OPTNPIWV OTO BwpaKka, TNV KOIANIG Kal TNV KEQPAAR Kal
ekdnAwvovtal pe aigoppayieg Tou KNZ, Tou [EZXZ, OTMOBOTTEPITOVAIKES
aioppayieg, PNEEIS opyAvwy, COPBAPEG METEYXEIPNTIKEG I METATPAUMPATIKEG
aigoppayieg kal aipvidio Bdvaro (De Paepe A and Malfait F.,2012).

EAaoriko weudoavOwua

To ehaoTikO weudotdvBwpa eival pia otmdvia kKAnpovouikr diatapaxr n
oTToia YapakTnpiletal atrd TTPOODEUTIKA AOBECTOTTOINCN KAl KATAKEPUATIOUO
TWV  €AACTIKWV  IVWV  KUPIWG Tou  OEpUATOG, TwV  QyyEiwv  TOU
au@IBANOTPOEIdOUG Kal Tou KapdlayyelakoUl ouoTApartog. OgeileTal o€
METAAAGEEIC Tou yovidiou ABCC6, oro xpwuoowua 16, mou KwOIKOTTOIEI id
mpwreivn — uerapopéa T1ou Ppiokeral OTn  UEUBPAVN TwV UITOXOVOPIwWV
(Chassaing N, et al., 2005). EkdnAwverar pe 1 popen EavOoxpwuatikwy
BAaridwv Siauétpou 1 — 5mm aro 1pdxnAo, 1IC BOUBWVIKEC TTEPIOXES, TIC
HaoxdAeg, 1o oroua kai 10 BAsvvoyovo Ttou KOATTOU Kai tou mTpwkTou. O
ATTOTITAVWOEIS TOU UECOU KAl €0wW EAQCTIKOU XITWVA OTH VEQPIKN apThpid, 1a
arepaviaia ayyeia kai a ayyeia tou BAsvvoyodvou tou NE2 kai tou KNZ, umropei
va TpokaAéoouv  aiuaroupia, otn@ayxn N éuepayua  Luokapdiou,
YAOTPEVTEPIKES aluoppayies Kal aiuoppayiec Tou KNZ (Bercovitch L and Terry
P., 2004.).

AyVEIOKEC TTOPPUPEC

O1 aigoppayieg Tou d€épPaTtog o@eilovTal oe e¢ayyeiwon aiartog atmd 1o
AyYEIOKO OIKTUO TTPOG TO dEPUA 1 TO UTTOOOPIO 1I0TO. AvAAoya pE TNV TTOCOTNTA
TOUu aigatog Tou  e€ayyelwveral, o BAGBeg OiakpivovTal o€ TTETEXIEG
(aipoppayieg peYEBOUG KEPAANG KOPQPITOOG) MEYEBOUG <2mm, TTOPQPUPIKEG
BAGBeg, 6tav o1 depuaTIkEG aigoppayieg givar peyéBoug 2mm - 1lcm Kai
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EKXUMWOEIG OTAV Ol alpgoppayieg gival peyéBoug >1cm. MNapdti n didkpion Twv
QIMOPPAYIKWV €KONAWOEWY TOU OEPPATOC gival oagng, atn BiBAIoypagia ol
eKONAWOEIG AUTEG OAAG Kal 01 DIATAPAXEG TTOU TIG TTPOKAAOUV ava@EPOVTAI UE
TO YEVIKO 6p0 «TTop@Upay. H diagopikr didyvwaon Twv aigoppayikwy BAaBwy
atro TIG TNAAYYEIEKTACIEG KAl TO €pUBNUA YIiVETOI PE EQAPUOYH TTiIEONG OTO
onueio TNG BAABNG. Me Tnv TTicon o1 aiyoppayikéS BAGReg dev e¢agavidovral,
o€ avTiBeon pe TIG AAAeG BAGPEG.

H e€ayyeiwon Tou aipatog e€apTdral dueca €KTOG ATTO TNV AKEPAIOTNTA TWV
ayyeiou kal Tou TTEPIBAAAOVTOG I0TOU, ATTO TNV IKAVOTNTA TOU QIJOCTATIKOU
MNXaviopgoU va  QVTIMETWTTIOEI TNV OTTWAEIQ  AipaTog, Of€  TIEPITITWON
TPOUMATIOPOU TOU ayyeiou Kal atrd 1o PEyeBOG TNG dIATOIXWHATIKAG TTiEONG, N
oTToia WOEI To aipa ekTOS Tou ayyeiou (Champion RA:, 1992).

H avriotaon twv TPIXOEIdWY TTPOCdIopIeTal WE Hia aTTAf doKiyacia, Tn
dokiyacia euBpauoTdTNTAG TWV TPIXOEIDIKWY ayyeiwv (Rumpel-Leede test).
21N OdoKiyaocia aut e@apudleTal péon Trieon (METAEU OUCTOAIKNG Kal
O100TOAIKAG TTiEoNg) oTo Bpaxiova, pe TN Borbcia evdG O@QUYHOUAVOUETPOU,
yila 5 Aemrrd. Metd ammd 1n dIAKOTI TG €QAPPOLOUEVNG TTIEONG PETPIETAI O
apIBUOGS TWV TTETEXIWYV, TTOU OXNUATICOVTal O€ PIa KUKAIKR TTEPIOXT SIANETPOU
2,5cm, Katw atd TNV TEPIoXA TNG TTieong. Av. 0 apliBudg Twv TTETEXIWV OTN
TTpokaBopiouévn Teploxn, e€ivar > 20, n dokiyaoia Bewpeital TTaboAoyikn.
(Phuong CXT., et al., 2002).

O1 ayyelakéG TTopPUPESG dlakpivovTal o€ YnNAAPNTEG Kal N wnAaenTéG Kal

TagivopouvTal avaAoya Pe Tnv aimioAoyia Toug wg €ENG:

Mn wnAa®ntr Top@uUpa

e [lop@upa atrd augnuévn dIATOIXWHATIKA TTiECN
o O¢teia (dokipaoia Valsava, Brxag, eetdg, apon Bapoug)
o Xpoévia (PAeBIKr oTdaon)
e AlOTapaXEG AKEPAIOTNTAG TWV AYYEIWV KAl TOU TTEPIAYYEIAKOU I0TOU
o [epovrikn TTOpPUPaA
o AKTIVIKA) TTOp@pUpa
o 2koppouTto (éAAeiwn Birauivng C)
o Makpoxpovia Afyn 1} TOTTIKA XPAon KOPTIKOOTEPOEIdWY, OUVOPOUO
Cushing
o Apulocgidwon
e AyyelokOG TPAUPATIONOG
o Tpaduara
o AkTIvOBOANnoN pe uttePIWdN akTivoBoAia (NAIGKO Eéykauua)
o NoIPwdEIG  TTOPPUPES  (MNVIVYITIDOKOKAIYIa, TUQOG, onyaiyia,
PIKETOIEG, EVOOKAPDITION, MUKNTIAOIKEG AOIMWEEIQ)
o PapPaKeUTIKAG aITioAoyiag
Opéppwon (AEM, Oeppatikh  VEKpwon oTmmd  KOUMPOPIVIKA,
KEPAUVOROAOG TTOPPUPA, AVTIYWTPONITTIOIKO OUVOPOO)
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YnAapnTtA Topeupa

o Ayyelimdeg
o AepPaTIKEG QyYeNTIOEG (CUOTNUATIKEG, TTOPAVEOTTAACUATIKEG,
Top@Upa Henoch - Schonlein)
o Kpuoooaipivaiyia, Kpuolvwdoyovaiyia, ouvOpOolOo
uTTEPYAOIOTNTAG
o AuoTpwrTeivaipia

O1 onpavTIKOTEPES aTTd TIGC AYYEIOKES TTOPPUPEG Eival Ol EENG:

spovrikn TopYUpa

H vyepovTik TTop@UPa O@EiAETAl OTAV AyYyEIOK €uBPAUCTOTNTA KAl TNV
ATPOYia TOU OEPMUATOG, TTOU ONUIOUPYEITAI OTTO dIATAPAXEG TOU OUVOETIKOU
IOTOU TOU Yopiou Tou OEPHATOG Adyw TnG xpoviag €kBeong oTtov Ao, TNG
ynpeavong kKai Twv gapudkwy. [Maparnpeital o€ aropga peyadAng nAikiag kai
EKONAWVETAI PE TN MOPYPr] OKOUPOXPOWV EKXUMWOEWV KUPIWG OTA XEPIA KOl
ota avTifpdxia. Zuxvd ep@avifovial véeg PBAABEC, Xwpi¢ artrapaitnTa
TTPONYOUPEVO TpauuaTtiopd, ol OTToieg egagaviovtal O AiYEG NUEPES Kal
a@Avouv Ka@eoeldeic KNAideg Adyw evatméBeong aiyooidnpivng Kal PTTopEi va
gival povipeg. O1 BAGBeg emdeivwvovTal hE TN AW OPICUEVWY QAPHAKWY
(KopTIKOOTEPOEION, AVTITINKTIKA KAl AVTIAIMOTTIETAAMIAKA QApUaKa). H yEPOVTIKA
TTopPUPa dnuioupyei povo aloBnTIKG TTPORANUa (Fisher GJ, et al., 2002).

Eikéva 32: [epovrikn Top@upa

Avemrapkeia Birauivng C

H avemdpkeia g Pitayivng C (okopBouto) TpokaAei diatapaxr Tng
ouvBeong Tou  KOAAaydvou  gaitiag  pEIwpPEVNG  udpoEUAiwoNng  Tou
TTPOKOANQYOVOU, HE QTTOTEAECHA TO OXNUATIONO €UBPAUCTWV TPIXOEIOWV.
EkdnAwveTal ye TToppuUpa oTa AKPa, TN paxn Kal Toug YAOUTOUG, EKXUNWOEIG
Kal aioppayiké EAKn oTa akpa Kai oToug BAevvoyovoug. O1 aioppayieg oTov
ETTITIEQUKOTA, TOUG MUEG, TIGC ApOPWOEIG KAl TO OOTA TTPOKAAOUV ETTITTEQUKITION,
MUaAyieg, apBpaAyieg kal ooTIKG GAyn (Levine NA and Greer KE., 2000).
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I'AukokoprikooTepoEIdn

O1 knAideg TTOPEUPAG €ival XOPAKTNPIOTIKEG €KONAWOEIC OTO OUVOPOUO
Cushing. Eival epuBpdxpoeg BAABEG, 01 OTTOIEG EVTOTTICOVTAI KUPIWG OTA AKPA.
Mapouoleg BAGBEC TTPOKAAOUV T KOPTIKOOTEPOEIDN XOpPnyouueva atmmd Tou
OTOMATOG, TTOPEVTEPIKA, EIOTIVEOUEVA [ TOTTIKA UTTO HOP®N OEPUATIKWV
aAoIPWV Kal TTPOKAAOUVTAl AOYw AETTTUVON TNG ETTIOEPUIOAG ATTO ATTWAEIA TOU
OUVOETIKOU 10TOU Tou YXopiou (Champion RA:, 1992).

PapuakeuTiki) TrToppupa

Opiopéva @dppoka TTPOKAAOUV @Aeyuovwdn diINbnon Twv ayyeiwv Kal
ayyelimda, moavov AOdyw aAAepyYIKNG uTTEpEUaIoBNnCiag TTou eKONAWVETAI ME
TTETEXIEG KAl TTOPQUPA. ZTa PAPPAKA autd TTEpIAAUBAvovTal: n aoTripivn, n
OAANOTTOUPIVOAN, 1N OIYETIBIVN, Ol TIEVIKIANIVEG, TO MEQEVAMIKO 0&U, Ol
OOUAQOVOUIOEG, N Kivivn, n Kividivn, n popeivn, n 1vdouebakivn, ta GAarta
XpPUooU, n aTpoTrivn, Ta BapBITOUPIKA, N XAWPAUPEVIKOAN, n 1ooviadion, o
udpAapyupog, KATT (Bruinsma W., 1990).

Auulocgidwon

21NV apuAogidwaon TTapatnpouvTal evattoBE0eIg aUUAOEIdOUG OT ayyeia Tou
0épuaTtog Kal OTov UuTTodopIo 10TO, ME QaTTOTEAECPO TNV augnon Tng
€UBPaUOTOTNTAG TWV AYYEIWV Kal TNV EUQAVION TTETEXIWV KAl TTOPPUPIKOU
eCavonuarog. O1 aiyoppayikéC ekONAWOEIG, 1I01IQITEPA OTNV  TTEPICTONATIKA
TTEPIOXN Kal Ta BAE@apa, €mMOEIVWVOVTAlI 0€ KABE TTEPITITWON aUgnong NG
diaroixwuatikng Trieong (Kumar S, et al., 2013).

Ayelitideg

O1 ayyenmdeg armoteAolv €TEPOYEV] OUVOPOPA TA OTTOId Xapaktnpidovral
atmd @Agypovwdn dINBnaon Kal KaTaoTpo@r] TOU TOIXWHOTOS TwV ayyEiwy, e
ETTAKOAOUBON IOXaIgia  Kal  AdlJoppPayYIKEG  ekONAwoelg.  Alakpivovtal o€
TpwToTTadEic (KokKiwudtwon Wegener) 3 deutepomrabeic o€ voonuata
OUVOETIKOU 10TOU, AOIMWEEIS Kal aTTd QAPUAKA.

H deppartikr ayyelimida Kal KUpiwg N AEUKOKUTTOPOKAQOTIKA ayyeliTida ivai
KUpIa KAIVIKH) €KONAWON TTOAAWYV CUCTAPOTIKWY QYYENTIOIKWY CUVOPOUWV.
ExkdnAwvetal ye wnAaentr mop@upa, urticaria, dINONTIKG €pUBNuQ, TTETEXIEG,
TTOPPUPIKG €EAVONUA, aiyoppayikég KUOTEIG, €AKn i yayypaiva (Chen KR, and
Carlson JA., 2008). Ogciletal o€ evamtdBeon AVOCOCUUTTAEYUATWY OTO
TOiXWHA Twv ayy€iwv amd avriowuata Ta OTroia  dnuioupyouvTal atrd
OIAQOPOUG TTAPAYOVTEG, OTTWG VOO UATA TOU OUVOETIKOU I0TOU (PEUNATOEIONG
ayyelimnda, kKokkiwudtwon Wegener, ouvdpouo Churg-Strauss, vooog
Behcet), @dpuaka (udpaladivn, CSFs,aAOTTOUPIVOAN, HIVOKUKAiVR, D —
TTEVIKINNQWiVN, @aivuvToivn, PeEBOTPaLATn), AOINWEEIS (OTAPUAOKOKKIKEG Kal
OTPETITOKOKKIKEG AOIHWEEIG, evOOKapdiTIda, HIV, ntTaTtimdeg) Kai veotTTAdouaTa
(Kapkivog TTveUpOVWY, OUpPOTTOINTIKOU Kal EZ, Asuxaipia TpIXWTWV KUTTAPWY,
AEPQO- Kal PUEAOUTTEPTTAACTIKA Voo uaTta). Ta avoOOCUMPTTIAEyudATa OTNV
ETTIPAVEIO TWV AYYEIWV EVEPYOTTOIOUV TO CUMNTTAPWHA KAl OTN CUVEXEIA T
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evdobnANiakad KUTTOPA, ME TN MECOAAPBNON dlapecoAaBnTwy QAEYHOVAG Kal
Mopiwv TTPOOKOAANONG. ETTITTAEOV, PEPIKEG QPOPEG, AUTOAVTIOCWHATA, OTTWG TA
ANCA ouvdéovtal Pe Ta OUDETEPOPIAG KAl TTPOKOAOUV TTPOOKOAANCN Twv
OUBETEPOPIAWY OTO ayYEIOKO TOIXWHPA KAl KUTTAPIKH evepyoTtroinon (Gonzalez-
Gay MA, et al, 2005).

lMopeupa Henoch-Schénlein

H avag@uAakTog1drg mop@upa Henoch-Schonlein gival pia oggia yevikeupévn
AEUKOKUTTOPOKAQOTIKI ayyelimda n otoia TPooRdAAEl Ta MIKPA ayyeia
(pAeBidia, atnpidAia, Tpixo€idr) Tou déppaTog, Tou NEZ, Twv apBpwoewy, Twv
VEQPWV Kal oTTavioTepa Twv Tveuuovwy kal Tou KNZ. H avoooogaipivn IgA
Taifel onuavtikd pdAo otnv TTaBoyéveld Tou OuvOpPOUOU OedOUEVOU  OTI
QvOooOCUUTTAEyuaTa TNG IgA avixveuovtal oTo TTAAOUA Kal EVATTOTIOEVTAl OTO
ToiYwua Twv ayyeiwv. O1 evattoBECEIS TWV AVOCOCUUTTIAEYUATWY TTPOKAAOUV
IVIOOEIO) KATAOTPO®N Twv ayyeiwv (VEKPWTIKN ayyelimida). AANepyloyova,
OTTWG TPOYEG, DEIYPATA EVTOUWY, €KBECN OTO KPUO Kal APHAKA (TTEVIKIANIVEG,
QUTTIKIAAIVN, €puBpopuUKivn, Kivivn, Kividivn) dTTopEi va digyeipouv TNV
TTapaywyn IgA. EmmAéov  Aolpwéelig ammd  Baktnpeidia  (aiud@iAog,
MUKOTTAaO MO, AeyeovEAAQ, yepaivia, oaAuovéAra), 100G (adevoioi, 16 Epstein
Barr, kai épmrnTta CwoThpa), euPOAIa KaBwg Kal HETOBOAEG OTNV TTApaAywYn
IVTEPAEUKIVWOV KOl QUENTIKWYV TTAPAYOVTWY, MTTOPEI va TTPOKOAECOUV ThV
ayyeimda (Helander SD, et al, 1995).

Epoeavidetal kupiwg oe atopa nAIKiag 2-11 €Twv Kal EKONAWVETAI APXIKA HE
CUMNTITWHOTA AOIHWENG TOU QVWTEPOU AVOTTVEUCTIKOU OUCTAUATOG, TTUPETO,
MuaAyieg kai ke@aAaAyia. O1 KupIOTEPES KAIVIKEG EKONAWOEIS TOU GUVOPOUOU
gival  TTOpQUPIKG  €EAVONUO 1 EKXUPWOEIG, apBpaAyieg, KoIANaAyia Kai
veppoTradeia. To mop@upikd eEAvONUa apXIKa evioTrieTal oTa AKPA KAl OTOUG
YAOUTOUG KOl OTn OUVEXEIQ YiVETAI KVNOPWOEG, ME KeVTPIKA VEKpwaon. Ol
apBpalyiec agopolv cuvRBwg Ta yoévaTta Kal TIC TTOOOKVNMIKES. KolAlaAyia
eppaviCetal oe TePITTou 50% TWV TTEPITITWOEWV Kal PTTOPEI va OUVOOEUETAI
a1To €UETOUG, OIAPPOIES KAl QINATOXEDIA, EVW OTTAVIO UTTOPEI va TTapaTtnenoei
EVTEPIKO €YKOAEOMNOG. H ve@pikr) TTPOOROAN eKONAWVETAI PE TTPWTEIVOUPIAQ,
aigaToupia A OTTEIPAPATOVEPPITIOA EVW TTEPITTOU 1% TwWV a0BeVWV PTTOPET va
QVaTITUEOUV XPOVIO VEQPIKA AVETTAPKEIQ. ZTTAvia ol aoBeveig TTapouaialouv
NTTOTOCTTANVOMPEYOAIQ, Eu@payua Puokapdiou, TTVEUMOVIKHA digoppayia Kal
ekdnAwoeig atrd 1o KNZ (Slatapaxég ouuTTEPIPOPAS, OTTACHOI, KEQAAaAyia A
MOVOVEUPITIOEG).

H vdoog ugicTal autépaTta oe Trepitrou 8 €OOUAdES XWpPIG va atTokAgiovTal
Kl Ol TTEPITITWOEIS UTTOTPOTIAG TNG vOoou (Szer 1S., 1994; Causey AL, et al.
1994).

73



Eikéva 33: lMoppupa Henoch-Schénlein

NOzOz VON WILLEBRAND

H véoog von Willebrand (VWD) €ivail n 1o ouxvy KAnpovouikr diatapaxn
TOU QIYUOCTATIKOU UNXAVIOWOU HE ouxvoTnta ~ 1% oT1o yevikd TTANBuoud. H
vOooog o@eileTal O avemmdpkela 1 duoAeIToupyia Tou TrapdyovTia von
Willebrand (VWWF), TTou TTpokaAgital ammd petaAAdéeig oto yovidio Tou VWF 010
XPWHOOWHA 12 Kal CUVETTAYETAI dlaTapayn TG TTPWTOYEVOUG AIudOTAONG.

H vWD katardooetal o€ TpeIg KUpioug Tutroug: 1, 2 kai 3. O1 t0tmo1 1 kai 3
QVTITTIPOOWTTEUOUV TTOCOTIKEG Olatapaxeég tou VWF. O TUTTOG 2 aTToTeAEi
TroioTIK dlatapaxn Tou VWF kai diakpivovTal 4 utrotutrol: 2A, 2B, 2N kai 2M.

e O T10TOG 1 TNG VOOOU €ival O OUXVOTEPOG, KANPOVOUEITAI JE TO CWHATIKO

KUPIOPYXO XOPOKTAPAO Kal XapoKTneifetal amd ATTa 1 YETPIA TTOOOTIKN
avetTrdpkela Tou VWF.,
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O T1UmTOC 2A KANpOVOMEITal PE OCWHATIKO KUPIapXO I UTTOAEITTOMEVO

XOPAKTAPA.  Xapaktnpi¢etal  ammd  PEIWMEVN  TTIPOCKOAANCN  TWV

QIYOTTETOAIWY, YEOW Tou VWF, OTO AYYEIOKO TOIXWHA KOl ATTWAEID TWV

TTOAUPEPWY UYnAou MB.

e O T1UTOG 2B KANnpOVOMEITOI PE CWHOTIKO KUPIOPXO 1 UTTOAEITTONEVO
XOPAKTAPO KAl XAPOKTNPEICETAI atTO atmwAgIa Twv TTOAupEpwY uynAou MB
Kal auénuévn Tdon ouvdeong TwV aIPOTTETAAiwV e TOv VWF, ueg
atroTéAecua BpoppoTrevia.

e O T1UTTOG 2M KANPOVOMEITOI PE OCWHATIKO KUPIAPXO N UTTOAEITTOUEVO
XOPOKTAPA KAl XapaKTNPICETal ATTd PEIWPEVN OUVOECN TWV QINOTTETAAIWY
ME TOoV VWF.

e O T1UTOG 2N KANPOVOUEITAlI PE CWHATIKO UTTOAEITTOPEVO  XOPAKTHPA.
XapakTtnpi¢etalr amd peiwpévn ouvdeon tou FVIIE pe Tov VWF, xapnAda
etrireda Tou FVIII kal aigoppayikéG eKONAWOEIG TTAPOUOIEG UE QUTEG TNG
ATTIAG AIJOPPOPINIAG.

e O TUTMOGC 3 KAnpovouEeiTal HPE OWHATIKO UTTOAEITTOUEVO  XOPOAKTAPA.

Xapaktnpi¢etal amd oxeddév AfRpn atoucia tou VWF, xaunAd emmimmeda

Tou FVIII kal aigoppaylkéG eKONAWOEIG TTAPOUOIEG HE QAUTEG TNG

QAIMOPPOPINICG.

Ta epyaoTnPIaKaG UPAPATA TWV dIAPOPWY TUTTWYV TNG VOOOU @QaivovTal OTOV
Tivaka 5.

Mormal — Type Type2A Type28 Type2M Type2N Typed pPLT-VWD™

VWF.Ag H Ljaorld jorl jorl jorl Harl abeani jorl
WiF:RCo H Liorih  Haoril H 4+ Hark absani H
Pl N W ar ] War | Heor | Mor | 1 148 [urdL Horl
RIF& H aften N 4 eften N b ] abspnt aften W
LO-RIPA  dbsent ahgei absint it bt absant absent it
FRADECT N Nort t f f N tit t
BT N Har i t L] 1 N Hit t
Flatalal
count H H H jerd L H H i
ViVF H N abnormal  abnormal H W absent abnommal
multlmer
H O
= = = = = = =
- = = = = = =
. = = = = = =
- = = = = = =
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Mivakag 5: EpyaoTnpiakda eupriuata vooou von Willebrand

O1 KupIOTEPEG KAIVIKEG EKONAWOEIG TNG VOOOU €ival: ETTIOTAEEIG, PIVOPPAYIEG,
ouloppayieg, aigoppayieg Tou NEZ, pnvoppayieg OTIC YUVAIKEG, QUTOMOTEG
EKXUMWOEIG, aIdoppayieg META aTTO  TPAUMPATIONO, eEaywyr dovTiwv N
XEIPOUPYIKEG €TTEURACEIC, VWD QINATWHATA KAl Ta aigapBpa eival otrévia, e
e€aipeon Tov TUTTO 3 TNG vOoou. eviKd, o1 alpoppayikés ekdnNAwaoelg Tng VWD
gival ouvnBwg Neg o€ aoBeveic e vooo TuTToU 1 Kal 2N, coBapdTepes O€
aoBeveic pe Toug TUTTOUG 2M, 2A Kal 2B kal 181aiTepa coBapég o€ aoBeveiG P
TutTou 3 VWD ( Laffan MA, et al., 2014).

H emiktntn VWD egival pia omravia diatapaxn tng aiudéotaong (ouxvornta
0,04%) kal ouvoEeTal AITIOAOYIKA PE AEPQPO- 1 JUEAOUTTEPTTAOOTIKA VOOiUOTA,
UTTOBUPEOEIBIOUO, KaPOIAYYEIAKA VOO UATA, TTAAOUOTOKUTTAPIKEG DUOKPAUTIEG,
MOVOKAWVIKEG  YOUMOTTABEIEG, VEOTTAAOUATA, AUTOAVOCA VOOHuUaATa  Kal
@appaka. O@eiAeTal OTAV AVATITUEN AUTOAVTICWHPATWY KATA Tou VWF ] oTnv
amoppdé@nOon Tou TTapAyovTa atrd KaKoAOn KUTTapa f AIJOTTETAAIO, | OTnV
augnuévn TTpwTedAUCN TWV uwnAoU popiakoU MB TTOAUPEPWV 1) OTN MEIWMPEVN
ouvBeon Tou TTapdyovta. Ta epyacTnpPIakd eUpAUaTa Kal KAIVIKEG EKONAWOEIG
TTAPOUOIEG UE QUTEG TNG KANPOVOMIKAG VWD aAAG o1 aipoppayikEG eKONAWOEIG
TTOPATNEOUVTAl O€ ATOPA XWPIC ATOMIKO KAl  OIKOYEVEIQKO algoppayikd
10TopIKG (Tefferi A. and Nichols WL., 1997).

EMNIKTHTEZ AIATAPAXEZ AIMOMNETAAIQN

H eu@davion BAEVVOBEPUATIKWYV AIUOPPAYIWY HE OTTOUCIA KANPOVOMIKOU
IOTOPIKOU O€ a0Bevh, ME QUOIOAOYIKO apIBUO aigoTreTaAiwY, UTTOPEI va
odnynoel otn didyvwaon emikTNTNG Bpopottddeiag. O1 eTmikTNTEG dlATAPAXES
TWV QIJOTTETAAIWY €ival OUXVOTEPESG TwV KANPOVOUIKWY. a TIC dlaTapaxEg
QuTég €ival utTEUBuva euBuvovTal QAPUAKA, TPOPEG KAl CUOTAMOTIKEG
OloTaPAXES.

H dlayvwoTIKA TTpocéyyion Twv aoBevwyv pE ETTIKTNTEG dIATAPAXESG TWV
QIMOTTETOAIWY QAivVETAlI OTO TTAPAKATW AAYOPIOUO:

IZTOPIKO AIMOPPATIKHZ AIAGEZHX
ApvnTIKO OIKOYEVEIOKO IOTOPIKO
AUo £0TiEC aipoppayieg
Mia eoTia aiyoppayiag + PeTayyioelg
Mia eoTia alpop%xyiag (%3 @opEg)

-/+ Xpbvog pong

-/+ PFA100
ATttokAeiouédg vooou von Willebrand
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MeAETN CUCOWPEUONG TWV AIPJOTTETAAIWY (OTTTIKI) CUCCWHOTOUETPIA)
(181aiTepa pe ADP kai apaxI®ovIKO)

PwTOOUCOWUATOUETPIA
KuttapopeTpia pong
HAEKTPOVIKO HIKPOOKOTTIO

AITIA ENIKTHTQN AIATAPAXQN TQN AIMOMETAAIQN
Papuaka

Ta @dappaka e€ival n  ouxvotepn aiTia  €TTIKTATWY  dlaTapaxwyv Tng
AeIToUpyIKOTNTOG TWV aigotreTaAiwy. ‘Evag peydAog apiOudg @apudkwv
eTNPEACeEl TNV AsIToupyia Twv algoTTETaAiwy. Ta eapuaka autd gival:

o AvTiaipgoTreTaAIOKA
=  AvaoToAgi¢ COX -1 (akeTUNOOOAIKUAIKO O¢U — aaTTipivn -)
=  AvTaywvioTéG Twv uttodoxEéwv Tou ADP (Beievotrupidiveg:
KAOTTIOOYPEAN, TTPaCcOUYPEAN, TIKAOTTIBIVN, ticagrelor)
=  ATokA€I0TEG Twv uttodoxéwv GPIlIb-llla Twv aipgotTeTaAiwv
(abciximab, eptifibatide, tirofiban)
= ATTOKAEIOTEG QWO POdIETTEPAONG (SITTUPISAUOAN)

o Mn oTepoEIdr avTIPAEyOvVwWwONn

o B -AakTapIika avTIRIOTIKG (KEQAAOOTTOPIVES, TTEVIKIAAIVEG)
o KapdioAoyikda (TrpotravoAn, vigeditrivn, Kividivn)

o AVTITINKTIKA (SIKoupapoAn, ntrapivn)

J IvwdoAuTika (rtPA, APSAC)

o AVTIIVWOOAUTIKA (Tpavegauikd ofu, € —auIvokatTpoikd ofu),
o AggTpdveg

o YuxoTtpdtra

o AvaioOnTikd

o NOpPKWTIKA

o AVTIOTAMIVIKA

o 2KIAOTIKA

J 2TATIVEG

[ ]

XNMEIOBEPATTEUTIKA, KATT

ATTé Ta @Aappaka auTtd Ta KupidTepa eival:

H aomipivn €xel avTiBpouPwWTIKA dpdon €TTEId TTPOKAAEI N avaoTpEWIUN
aKeTUAIwON TNG 0gpivng 529 Tng KukAooguyevaong (COX) -1, TTou odnyei oTnv
avaaoToAn TNG ouvBeong Twv TTpoaTayAavdiviwy PGG2, PGH2 kai Tng TXA;
atTo TA QAUIPOTTETAAIQ, PE TEAIKO ATTOTEAECHUA TNV AVOOTOAN EVEPYOTTOINONG KAl
ouoowpeuong Toug. Emmeidr) ta aigotretdAhia dev €xouv T duvaToTNTA
dnuioupyiag véag KUKAOOGuyevaong, N avacToAr Tou eviUpou SIaPKE yia OAn
N didpkeia TNG Cwng Tous. KaBnuepiva tTapdyovtal kai avrikabiotavrar 10%
TWV  AIJOTTETOAIWY  OTTOTE N QUOIOAOYIKY  TTPWTOYEVAG  QINOOTAONG
atrokaBioTartal o€ TOUAAXIOTOV 5 NUEPES META TN SIAKOTTH TNG ACTTIPIVNG.

H aomipivn TpokaAei TTapdracn Tou Xpovou pong Kal TTapdtach Tou Xpovou
KAeloipatog otnv €&€taon pe PFA-100, av Kal UTTapXOouUV OPKETOI aOBEVEIG TTOU
evw AapBdvouv aoTripivn) €X0UV QUOIOAOYIKOUG XPOVOUG OTnV €¢ETOON HE
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PFA-100. Z1n €&étaon pe LTA, n aotmpivy avaoTéEAAEl OXEDOV EVTEAWG TN
OUCOWPEUON QIPOTTETAAIWY, TTOU TTPOKAAEITaI aTTd TO apaxidovikd oU Kal TO
KOAayovo aAAd n avratmmokpion oto ADP kal Tnv emveppivn avaoTEAAETAI
MOVO pepIKWG(TTapouaia pévo TTpwToyevoug KupaTog). (Catella-Lawson F, et
al., 2001).

O1 Beievorrupidives (KAOTTIOOYPEAN, TTPaCOUYPEAN, TIKAOTTIDivN, ticagrelor)
OUVOEOVTal, MN avaoTpéWIua, HE Tov uttodoxéa P2Yi, Kal TTpoKaAouv
avaoToAn TNG aTTdvTnong Twv alJoTTETaAIWY T600 0To £¢wyevég ADP 600 Kal
oto ADP Trou ekAUetal atmmd Ta TIUKVA KOKKIO TwV QIMOTTETAAIWY, WE
ATTOTEAEOUA TNV AVACTOAN  €VEPYOTTOINONG KAl  OUCOWPEUONG  TWV
aigotreTaANiwy. H avTiaigotreTaAIoK dpdon TwV QAPUAKWY AUTWY TTOPANEVEI
yia 7 nuépeg META Tn dlakoty Toug. H Opdon TnG KAOTTIOOYPEANG OTa
QAIYOTTETAAIO UTTOPEI va eKTIUNBEI ue TNV LTA, oTnv OTT0id N CUCCWPEUCT TWV
aigoTreTaAiwy avaoTéEAAeTal TTapouaia ADP, evw n e&étaon e PFA -100 dgv
gival  apkeTd  euaioBntn  péBodOG  yia TNV TTapakoAoubnon  TNng
avTIaIMOTTETAANIOKAS dpdong Twv gapudkwy auTtwy. (Savi P and Herbert JM.,
2005).

O1 ammokAciotéc Twv utmrodoxéwv GPIlIb-1lla Twv aigotreTaAiwy (abciximab,
eptifibatide, tirofiban) avaocTéAouv Tn ouvdeon uttodoxéa llb-llla pe TO
Ivwdoyovo 1 Tov tmrapdyovra von Willebrand pe amoTtéAeopa TNV avaoToAn
oucowpeuong alpgoTreTaAiwy (Proimos GJ., 2001).

H SoimrupidauoAn avaoTtéAAel TN Quo@odleoTeEPAON, €VCUPO TTOU TTPOKOAEI
dlaotracn Tou CAMP Kal avaoTéAAEl TRV AtTdvinon TwV AIYOTTETAAIWY OTO
ADP. Em rAéov avaoTéAAel Tnv emmavammpdéoAnyn Tng adevoaoivng atro 1a
QIMOTTETAANIO JE QTTOTEAECUA TNV AVACTOA CUCCWPEEUONG TWV QIMOTTETAAIWY
METG aTTO TNV £TTIOPACN dIAPOPWY AYWVIOTWV.

Clopidogrel Dipyridamaole

/

Collagen
Thrombin

Thromboxane ﬁ.?

ADFP

I/ Nla
antagonists

;

Thromboxane A,
Aspirin |
Eikéva 34: Mnxavioudc 6paong avriaiuoTTeETaAIQKWV QaplUaKwV

Ta un orepocidy avripAsyuovwdn @AapUaka TIPOKAAOUV  avaoTpEWIUN
avaoTtoArp] Tng  COX -1 Twv AIJOTTETOAIWY Kal N AEITOUPYIKOTNTA  TWV
aigoTreTaAiwy  atrokabioTartal Aiyeg MpEPEC META T SIAKOTI AWng TOUu
QapudaKou.

Katd 1 OBeparmreia  pe B —Aakrauik@ avriBiorikG@  (TTEVIKIANIVEG,
KEPAAOOTIOPIVEG) TTaPATNPEEITAI OUVOEDT TOU AVTIRIOTIKOU WE TN PEPPBPAEvN Twv
aigoTTETONIWY, HE aTToTEAEOPA  dlatapaxr) TNG OaAANAeTTidpaong MPETALU
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UTTOOOXEWV KAl €VOOYEVWYV 1 €Cwyevwyv aywvioTwyv. H  avaoToAn
AEITOUPYIKOTNTAG TWV aIPOTTETOAIWY €ival doooeapTwuevn, apxidel 2 — 3
NUEPES META TNV Evapén TNG Xopnynong Kai avaoTpé@etal 7 — 10 nuéPeG PeTA
TN &1aKOTTA Tou Qapudakou (Hassan AA. Kroll MH., 2005).

Tpopéc

H Acitoupyia Twv aipgoTreTaAiwy eTnpeddeTal €TTiong atmd dIAPOPES TPOPES
OTTWG €ival Ta IXBUEAaIa Kal Ta w3 AITTApd 0&éa, T OTTOIa TTPOKAAOUV HEiwoN
TNG ouvBeong TNG TXA, n Bitapivn E, TO KpEUPUDI Kal dId@opa KapukeUPaTa
(KOpivo, KITPIVOPIZA), TTOU TTPOKAAOUV QVOOTOAN TOU METOBOAICUOU TOu
apaxIdovikou 0&Eog Kal peiwon TG ouvBeong NG TXA, Kal TO OKOpdO, TTOU
TIPOKAAEI avaoTOA TNG oUVOEONG TWV CQIPOTTETOAIWY HE TO IVWOOYOVO
(ocuoowpeuon).

ZUoTNHOTIKEG SlaTapaxég

2TV oupaiuia, TTOBOAOYIKEG OuCoieg TTOU KUKAOQOpoUuv OTO TTAdOua
TTpoKaAouv diarapax TNG AAANAETTIOpaoNG PMETALU AIMOTTETAAIWY - AYYEIAKOU
TOIXWMATOG. H onuavTikoTEPN atrdv TIG oucieg auTtég eival To NO, 1o oTroio
dlaxEsTal OTa AIPMOTTETAAIQ, TTPOKAAEI EVEPYOTTOINOT TNG YOUAVUAIKAG KUKAGONG
Kal avaoToAr TNG TTPOOKOAANONG, EVEPYOTTOINONG KAl OUOCWPEUONG TWV
aigotreToAdiwv. H aug¢non Twv emmmédwyv Tou NO o@eiAeTal Kupiwg oTnv
augnon Tou youavidIVIoOUKIVIKOU 0&£0¢ (TTpoidv peTaBoAIouoU L — apyivivng),
AOYW TNG avaoTaATIKAG Opdong uwnAwv emITEdWY oupiag oTa €viuua Tou
KUKAOU TnG oupiag. H oupaipia TTPoOKOAEi €TTioONg pEiwON TWV TTOAUPEPWV
ugnAou MB Tou mrapdayovta von Willebrand, pe ammotéAeoua tn diatapaxn
TTPOOKOAANCNG QIPOTTETAAIWY OTO QYYEIAKO TOIXWHA, TN JEiWON ouvBeong Tou
apaxidovikou o&€og kal TXA; ammd Ta QWOEOANITTIOIO TNG MEUPBPAVNG KOl
QVAOTOA TNG CUCOWPEUONG KAl £KKPIONG TTEPIEXOMEVOU O KOKKiWV KOl TWV
TTUKVWYV CWMOTIWV. 2TOUG aoBeveic pe oupaigic 0 XpOvog pong Eival
maparerapévog (>30 min) evw Ta TTPOIGVTA TOU MPETAPBOAICHOU  TTOU
aBpoifovral otV KUKAOQoOpia  avaoTéEAAOUV T OCUCCWPEEUCH  TWV
algoTreTaAiwv pe ADP, KOAAayOVo Kal ETTIVEQPIV.

(Boccardo P, et al , 2004).

Ta uugdolmepmAaoTikG voonuara eival i €TEPOYEVAG OpAda  aTrd
VOOAUOTA, TO OTToia XapaKTnEi¢ovTal atrd UTTEPTTAPAYWY TwWV KUTTAPWYV TOU
aigatog. Ta vooAuata autd (1IBiaitepa n aAnBrng TTOAUKUTTApPaIYia Kal N
TTPWTOTTAONG BpouokuTTapalyia) Xapaktneifovial ammd  aIgoppayies R
Bpoupwotlg, e€aitiag dilatapaxwyv TnNG AEIToUpyIKOTNTAC TWV algoTreTaAiwy. Ta
QIMOTTETAAIO £XOUV AVWHAAO OXAMa Kal Jeiwuévo aplBud Ib kai IX uttodoxEwv.
EmmAéov, Ot1av o apiBudég Twv aigotreToAiwv  eivar >1.500.000/uL
TTapaTnpeEital ouvdeon Twv TTOAUPeEpwY uywnAou MB Tou Ttrapdyovra von
Willebrand pe 1o aigomret@hia kai emmiktnTn vooog von Willebrand. Zta
MUEAOUTTEPTTAACTIKA OUVOPOUA N QIPOTTETAAIOKY) OUCAEITOUpYia o@eileTal O€:
MEIWPEVN OUVOeon Tou apaxidovikou OfEOC Kal  UETATPOTI TOU O€
TTPOOTAYAQVOIVIKA  UTTEPOOEEIdIO  Kal  TXA, peiwpévn  ammdvinon  Twv
aigoTreTaAiwy 0T Bpouogdavn, €AATTWON TWV A —KOKKiWV KAl TWV TTUKVWV
OWMATIWV Kal EAATTWON TWV 02 —adPEVEPYIKWVY UTTOOOXEWV. To OuxvOoTEPO
eupnua oTov epyaoTnpiokd €AEyXO E€ival n ATTOUCia TOU OEUTEPOYEVOUG
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KUPATOG OTn OUCOWPEUON ME €TIVEPPiv Kal ADP, evw o0 Xpdvog pong Kal n
MEAETN cuoowpeuong Twy aigoTreTaAiwv e PFA-100 dev cival oe Béon va
TTPOBAEWOUV TOV QIJOPPAYIKO KiVOUVO.

2TA UUEAOOUOTTAQOTIKA oUvOpoua Kal TIG O&EieC Acuxaiuies TTapaTnpeiTal
dlaTapaxrf Tou OXNUATIONOU TwWV CWANVAPiWV Kal OIaoTOAr TOU KAVAAIKOU
OUOTAMATOG TWV AIYOTTETOAIWY, PEIWON i TTAPOUCia YIYAVTIAIWY KOKKiWV, TO
oTToia oxnuartiovral ammd ouvtngn Twv EVOOKUTTAPIWY KOKKiWV KaBWS Kal
ETTIKTNTEG DIATAPAXES TNG MEMPBPAVNG Kal TNG EKPPACNS TWV YAUKOTTPWTEIVWV.

2TIG TTaPATTPWTEIVAIUNIES TTAPATNPEITAI TTPOOPOPNONG TNG TTAPATTPWTEIVNG
oTNV ETTIPAVEIA TWV AIYJOTTETOAIWY Kal dlatapaxr Twv AAANAETIOPACEWY
METACU TwV AIYOTTETAAIWV. ZUXVA TTapATNPEITAl €TTIONG ETTIKTATN VOOOG von
Willebrand, Adyw auénong Tng KGBapong Tou TTapdayovta r; aAANAeTTidOpaong
TOu TTapdayovTta Pe TNV Trapatpwreivn (Hassan AA. and Kroll MH., 2005).

H aimioAoyia Tng aigoppayikng didbeong TTou TTapaTnpeital Katd tn didpkeia
TOU KapdIoTTVEUOVIKOU bypass eival TToAuttapayovTikr. O@eileTal oTn Xprion
nTrapivng, oTtn Meiwon Twv emMTTEdWY TwWV TTapayoviwv Tng TAENG, oTnv
augnuévn IvwddAuon, Tn BpouBoTrevia Kai TIG dIATAPAXES TNG AEITOUPYIKOTNTAG
Twv aigotreTaAiwy. O1  dlatapaxeéS TNG AEITOUPYIKOTATAG o@EeiAovTal O€
EVEPYOTTOINGTN, QTTOKOKKIWON KAl KATOKEPUATIONO TWV AIYMOTTETOAIWY, TTOU
TTPOKaAoUVTaAl aTTd TNV TTPOOKOAANCN KAl CUCCWPEEUCT TWV QIJOTTETAAIWY OTO
IVWOOYOVO, TTOU ATTOPPOPATAl ATTO TO TTAACPO KAl EVTOTTICETAlI TTAVW  OTIG
TEXVNTEG ETTIQPAVEIEC TWV OUCKEUWV EEWOWMATIKAG KUKAOQOPIaG KaBwg Kai
OTO MNXAVIKO TPAUMATIOHMO, OTO OlaTunTIKG stress, Tnv uttoBeppia KATT (
Paparella D, et al, 2004).
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