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1 0tt o1 cupometalarkoil Opoupor tng TTP mepréyxovv vWF ko oyt
ov¢ Asada kot Gov.

@O Kol LEPTKOS YOPAKTNPIGUOS TNG LETAAAOTPOTEAGNS
ADAMTS-13 ot aveEaptnreg peréteg tov Furlan kot cuv. kot Tsai.

* 1998 : Am6oe1En 0Tt vapyEL peydAn Aertovpykn ékntwon g ADAMTS-13
010 TAdopa tacyoviov amo TTP oe aveiapinrec peréteg tov Furlan kot cuv.
kou Tsai kot Chun -Yet Lian.

* 2001 : KAoviopog tov yovidiov tng ADAMTS-13 and tovg Levy kot cuv
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VEEC TEPUTTWOELS VAL EKATOULVPLO
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nta : Xopic aynyn aveo tov 90%, ue eyydoeig
0¢ epimov 25%, pe avrolloyn TAdcuotog 10
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— 15%

~ » ExdniA@on cvvdpopov : Idtomadng 85%,
oevtepomoldne 15%.
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[JoaBogpuoioAoyia TTP

OTO LEYOKAPVOKDTTOPO & TO
ovopepn MB 280 KD

0YOVL
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CEVOVTOL GTA O-KOKKIOL TOV ouponetoioy & ta
0 Weibel — Palade tov evooOnilakov kvttdpov
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1GEPYOVTOL GTO TAAGLLO, OOV GLVSEOVTOL LLE TOV VTTOSOYEQ.

IBa Tov cvpumAeypatoc IBa / IX / V g ocupometaAiokng

- uepPpavnc & pe to coumieypa B / Ila tpokaimvtog
GUGOMPEVGT) TOV OLOTETAA®V



JLeClel0) oloAoyia T TP

UPTOUEVOV OO YELOGPYLPO & acPEoTio

Aovyieg apyvivng — yAvkivn b acmoptikov 0£€0c (RGD) & pépet
) potdlovv pe Bpoupocmovoivn - 1

amd YOViOl0 610 ¥pouocoud 9934 & napdyetal kvpimg amd To,
0 p(x,

H Spaotnptomé TG eivon YapUnAOTEPT GE NIATICE, VOGTLOTO, SIECTOPTOL
KOPKIVOLOTO, ¥POVia LETABOAMKE Voo uata, YOVl PAEYLOVEOOT VOCT|LOTAL,
Konon & veoyva



JaBoguoioAoyia T TP

VTTOO ¢ Opoufoomovoivng tmwv

MOK®OV KLTTAP®OV & €l TPWOTEOAVTIKN Opdon emi
uepwv vWF otnv 0€omn 842-843 (petald tupooivng
vivne)
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MTS — 13 Xvvn0mc < 10%

téc ADAMTS — 13 A ot o€ 48%-80% tv acOsvav

e euGLoA0YIK) ADAMTS — 13, un aviyvedollo avosTaAT)
3 ko awEnpéva morvuepn VWFE IIiBavn mapaymyn
LATOV KOTd TV VT0d0YE®V BpouPocmovoivng



JIKOYEVT] POHBWTIKI BPON[OTTEVIK
TOopYUpa - [NaBoguaioAoyia

tepoluyec petarraels o kdbe Eva and ta yoviolo
v ADAMTS-13.

nprotntag ADAMTS-13 oto mAdopa pe
gyaAmv moivuepwv VWF.

0. TNV KuKAOQOpia opu
VOpaN Katd TV BPe@iki 1 Toudtkn nikio.

> TEPWMTOGELS EvapEn kot tnv eviAtka (o1 (cuvnBwg kotd tnv
)
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ANVIKI VO( T TP (avoaAuTika)

M CUOAVTIKT] ovoupio

; [£00V CLVEION O
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EKONADOELC TOAVECTIOKES, Bpayeiog
Ol0PKELAG, VTOTPOTIALOVGES, YWPIC
VROAELUUOTIKES PAGPEC peTd TV Veeon
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[TBavag pikpn avénon FDP

AvEnon BpouPoyovev
TOPAYOVTOV TAGGLOTOC
- OpopPopoviovrivn

- P - oehextivn

bs APNHTIKH 1L -1
DIVOV -IL-6
' 200 £0g 1400 U/L - dteAvtoc vrodoyEag — L
thérnmg NG VOGOV) -INF-a
-TNF - b

o (BapOtepn N
TPOYV®OT OTAY GTNV TPAOTN
uétpnon PLT < 20.000 / ul) -PC
- TEPI

EAdtton avoastaltov méng

Dvc1oloYIKEC TAPAUETPOL
aipootaong (PT, APTT,
Ivwdoyovo, FV, F VIII)



=pyooTnplaka eupnuarta TTP
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oKka & kAwvikd evpruoto g TTP,
AEII (10im¢ 0tav cuvumdpyet

. 0TO0 YeYovOc 0Tt o1 doxipacieg PT, APTT oty
1 mapatetapéves, evo otnv TTP guotoloyikég



Atayvwon TTP

JEL0C GTO TEPLPEPIKO QL0

Wovav atiov |
v (kvpimg e AEIT)

6 QLYYELOTAONTIKOD OLOALTIKOD

ueon dokipacio Coombs



averapkela tnc ADAMTS 13, mov
% o¢v gtvon KalBoploTIiKN Yo TNV
P, o0t yio TV ano@acn Evapeng

1 acBeveic ue ADAMTS 13 > 10%, umopel va
Oovv amo 1 Oepameio pe TAacuoPAipEST,

o1 ue ADAMTS 13 < 10% umopet ot

YELOL VO ELPOVIcOVV AALO aitio OpoumTiKnG
LUIKPOOYYEIOTTAOEL0G
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1 LE AVTOALOYN TAGGLLOTOC

KOKOPTIKOELON
- Bwxkplotivn

KvkAlocmopivn
Rituximamb

CTANVEKTOUN

. Avtiouporetolokd, ?



2UYKPITIKI HEAETNH KavooIkng
JIGOaG A(poupacng (1991)

LOTTOINULEVT] LEAETN

TAT] LETAYYION LE TAAGLOL

\ IThao ‘

LOUPaipEST e avTaAlay] TAAGUATOG

moinon

EmBinon oto 6unvo

o1 TAAGLLOTOC 60 %

|

[TAaopopaipeon pe ovIaAlayr TAACHOTOG 78 %

UTEPAGLLOL T) TAACUOPOIPECT) LE OVTUAALYT) TAAGUATOG VIEPTEPEL



ATAN peTAYYIon TAAGLLC

: y(;i) netaArompatedong (VWE-cp)

Aoaipeon moivuepov vWF

Aopaipeon avto aviicopdtov Evavit ADAMTS-13

N\

Tpurhdoro¢ 6yKkog petayylLoLEVOL TAAGLOTOG
=> yopnynon peyorvtepng tocotnrog vWE-Cp



ETOAIOKO QOPMOKO

av ToAootepa Yo peimon 0pouPwv

Oypmhéov GT] OLLOPPUYLOV

oyt Bertioon EkPaomnc vosov

( otnv TTP cvcowpevoeig PLTs avOsktikég oty aomipivn )

omioivn vevbovvn yia devtepomadn TTP



=ITITAOKEG TTAOO HOQAIpECNG

QKT) G, alpoppayio amd Tov kabetnpa)



pPWTAMATO

wiKko & epyoacTnploKa
V TPOOIKACOVV TNV eMPiwon TV

_ﬁtotﬁOnKow o T 10 emPioong 6' avTovg
Oeveic ta televtaia 20 ypdvia?

vail 0 Kivouvog Yo, vToTpomn?

oc0eveic KivouveDoVV VO LTTOTPOTIAGOVV?

[16te cvpPaivovv o1 vVTOTPOTES?



on avaupeoa o€ 06ovg Exoov ADAMTS 13
nra < 10% & 6covg £xovv > 10% oev

OTPOTN] Elvol LEYAADTEPOC GE OGOVC
< 10%. AcOeveic pe ADAMTS >

% omaving vo 10

oPapn averapkeion ADAMTS 13 < 10% kabBopilet

uaoa acevav, mov @eeAovVTAL amo T Oepaneia

PTIKOELON Ko YpELdovTon LeYaALTEPO aplOLUoO

OLOPOLPEGEMV Y10 TNV ENITEVEN VPECTC

1600TEPEC VTOTPOTES cuuPaivouy ta 2 TpmTO

YPOVIOL LETAL TO OPYIKO EMEIGOOLO0 (OAAA QKON KOl UETA

10 ypovia

Extipuopevoc kivovvog vrotponng ota 7,5 yxpovia 41%

Blood 2010;116:4060-4069




peoM ue avrikatdotoaon 1.0

D POPEC TOV OYKO TAGGLLOTOC TOV acHevonc.




o1 GLVEYICETOL TOVAAYIGTOV Y10, OVO
OUOC TV aLOTTETOALOV YIVEL

GT] Y10 XPT|OT KOPTIKOEWOV GE OAOVG TOVG



2TOXOI KAI INMPC

Mopd TNV MPoodo TNV KATOVO
15% twv acBevwy pe ouvopoj
amoBLwvouv.

Nopaywyr avaouvouaoUEVNC
aVOEKTLKEC LOPDEC TOU GUVOPO

lovidiakn depamreio m
Hopde. ,

H ykaipn Stdyvwa
Toulaxlotov Ba Pe

e cuvdpopo Mosc






