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JAK KAI MYEAOYIIEPIINAXTIKA NOZHMATA

JAK2-V617F

*H mo ouxvr) petaoAn oto povortatt JAK-STAT

*AuTtr] n petadAadn £xel @G aroteAeopa pia evepyn popern g JAK2 rou
aveupioretal oto 50-60% twv acBevav pe npwtortadr) pueloivoon, 50%
TV acBevov pe 161omtadr) BpopPokuttapwon, Kat 95% twv acBsvov pe
aAnO1) moAukuttapaliia

JAK2-exon 12

‘MetaAAadeig JAKZ2 exon 12 aveupiokovial oG 4% tov acOevwv pe
aAnO1n nmoAukuttapaipia

AveSaptnt®G amno tnv avixveuon 1 pn petaddagewv

Oswpeitatl 0TL 0Aotl o1 acBeveig pe pucloiinepnAactika voonpata

£Xouv anoppudpiopevn onpatodotnon oto JAK-2 !!!




KAINIKA EYPHMATA - JAK2V617F

H JAK2V617F petaddasdn 61a@opomnoiei 1o @aitvotumno tev
PUEAOUNMEPMAACTIRAOV VOO HATOV

Otav eivat Betikn) etvat Ep@aviig o MoAAAAACIA0P0G 0AGY TV
HUEAKOV OE1pWV O aVIIOEOT) PE TV AVEUPEDT] TV NETAAAASEDV
JAK2 exon 12- (+) 1) MPL- (+)

Ot aoBeveig JAK2VO17F-(+) maoxouv amo voonpa 1ov potadet
ITEP1000TEPO e aAnOr) moAukuttapatjia.

* YynlAotepa smnineda Hb

* YynAotepa smineda AcUK®V alppoopalpicov

« XaunAotepa emineda epubporontivng

*  Audnuevn evepyotnta epUOPOKUTIAPOV KAl KOKKIOKUTIAP®OV

* YynAotepa enineda pAePikwv OpouPauocewnv

I't" auto to Aoyo exet uroteBet Ot 1) 161011001 G Bpopoxruttapwon
JAK2V61T7F- (+) elvat pia pr) oAokAnpepevn pop@r aAnboug
roAukuttapatlpiag n rmou egediooetal oe aAnOn moAukuttapaijia.



ZIINATXNIKH OPOMBSQZH

* O 0pog ormAayxvikr OpopPwon
replAappPavel ano@padn TV
NIATIKOV PAEPOV 1] T@V
pAePBwv Tou ouvbeToUY TO
muAaio ocuotnua

. * To ouvdbpopo Budd-Chiari
a@opa kabe eidoug aroppadn
PAeP1KIG aroppor|§ o€
OTT01001|ITOTE ONMELIO ATTIO TIG
HMIKPEG NITATIKES PAEPES £WG
OTNV KAt KoiAn @A£fa kat to
6eg10 KOATIO

 H e§onnatikng aittiodoyiag
OpoppPwon nudaiag @AERag
agopd anoepadn g
eCONITATIKIG ITUAaiag rmou
HITOPEL va a@opd Katl TOUG
evoonIatikoug KAadoug, tn
OTTIANVIKI] 1] TNV AV® PUECEVIEPLO




JAK2-V617F KAI ZIIAAT'XNIKH OPOMBQZH

ZriAayxvikr) BpopPwon =2 22-45.7% JAK2V617F, 100% ota MYN

Orr DW et al. Aliment Pharmacol Ther 2010, Xavier SG et al. Dig Dis Sci 2010

[610mtaB1)¢ OpopuPwon mudaiag eAepag =2 49.2% JAK2V617F,
«Aavbavovia MYN»

De Stefano et al. J Thromb Haemost 2007
Budd-Chiari cuvépopo > MYN 23-49%
« JAK2V617F ekbndo MYN 57-100%
- JAK2V617F AavBavov 44%
OpoppBwon nuldaiag @AeBag > MYN 6-33%
« JAK2V617F ekbndo MYN 78-100%
« JAK2V617F AavBavov 27%

De Stefano et al. Intern Emerg Med 2010
H avixveuvon tng petaldldag§ng eivatl onavia oe PAePLreEg
OpopPwocig oe aAdeg aocuvnOelg Ocoerg.

Shalberg JH et al. Arterioscler Thromb Vasc Biol. 2011




AXOENEIZ-MEOOAOI

o Avadponikrn availuon acBevav
* OxtwPprog 2005-AskepPplog 2010
« B’ Ilavermotnuuakn) ITaBoloyikr) KAwvikr I'NA Inmokpateto

o EmAexOnkav 15 aocBeveig pe ormAayxvikr Opouwon
(8 BpopPwon muAaiag — 7 ouvdpopo Budd-Chiari) kat:
° YV®OTO PueloUnepnAactiko voonua (kptrjpta WHO 2008)

* gpyaotnplaka/xkKAwvika euprnpata ouppata pe
PuUeAoUTEPITIAAOTIKO voonua

e 1010mtaBOr1) ortAayxvikn @Aepikr) Opopfwon
o Aev oununieplAn@Onoav acBeveig pe:
* Kippwon

* Torkn 611)Onon aro Kkaxkonbeia

* XITANVEKTIOWL)



AXOENEIZ-MEG®OAOI

AvalAvuorn tng petadda$ng JAK2V617F

* MéeBobo¢ alvoibwtr¢ avtibpaong moAvuspaong turtou ARMS, ue
xprjon 4 eKKivntOU

H wto)\oyuu] Stavvwon ToUu pus)\ounapn)\aouxou

VOONHATOG £Y1VE CUR@P®VA PUE TO oUoTNRA TaSivounong
2008 WHO

'EA£YX0G Y1d COUVUNAPXOVIES MPOMIKTILKOUG NAPAYOVIEG:
V Leiden, avtiBpoufivn IlI, npwteivn C, npwteivn S,
opokuoteivn, petadAdayn opokuoteivng MTHFR, petaAAayr)
yovibiou ripoBpopufivng PT20210A, avtiowpata evavti
KAPO10AlTivng, AVIUINKIIKA TOU AUKOU.

'EAeyxog yia Nuktepivy) IllIapofuopikn Altpoogatipivoupia:
MeBobog kKuttapopeTpiag Po1g yia PLoVOKA®VIKA aviloouata
evavtt CD5S kat CD39




AXOENEIZ-MEGOGOAOI

o H omAayxvikr @AepBikn) OpopuPwon drayvwoBnke oe 0Aoug Toug
pe eyxpwio Doppler ortAnvortuAdaiou afova kat/1r) aSovikn 1)
HPayvitikn topoypagia

o H omlayxvikn gAePikn OpouPwon XapaKinpioinke o Xpovia
OTav UIpXav oto1xXeia:

1.
2.

£VO0KO1A1aAKOU PAEL1LKOU NMAPANAEUPOU S1KTUOU

HEPLRAG emavacnppayyonoinpévng nuldaiag @Asfag
“cavernoma”

nuAaiag unEptaong
K1p001 0100(AyO0U 1] OTOJ1AX0U
S1OPOPATIKO ACOKITIKO UYPO




HAIKIA

BC
$PYAO-ANAPEZ

OIlP
BC

AITIOTEAEXMATA

50,3 (21-78)

54,8 (21-78)
45,1 (30-57)
7 (46,7%)

5 (62,5%)
2 (28,6%)

AAHOHZ
IIOAYKYTTAPAIMIA

IAIOITAGHZ
OPOMBOKYTTAPQXH

IIPQTOIIAGHZ
MYEAOINQTH

5 (33,3%)

1 (6,7%)
4 (57,1%)
7 (46,7%)

5 (33,3%)
2 (13,3%)
3 (20%)

2 (13,3%)
1 (6,7%)




WBC (x103/UL)
OIlP
BC
Hb (g/dL)

BC

PLT (x103/UL)
oId
BC

AITIOTEAEXMATA

JAK2-V617F
V-LEIDEN
ANTIZYAAHIITIKA AIZKIA*

B-NHL**
ZYMIIATHE OI'KOX

14/14 (100%)
2 (13,3%)
1 (6,7%)

2 (13,3%)
1 (6,7%)

*H Afjwn avtiioulAnnuik@v rjrav arno acBevr) pe petaidadn V-Leiden

**H 61ayvworn tou puslolniepridactikou Kat tou B-NHL eywvav tautoxpova




AIIOTEAEZMATA
OPOMBSQXH IIYAAIAY PAEBAY-EIYAI'QT'H

KAINIKA - AITIEIKONIXTIKA EYPHMATA N (%)

XPONIA GPOMBQXH 7 (88%)

SIIAHNOMETAAIA 7 (88%)
KIPZOI OIZO$AI'OY/STOMAXOY 5 (63%)
IIAPAIIAEYPO AIKTYO 5 (63%)
KABEPNOMA 1 (14%)
©POMBQZH ANQ MEZENTEPIOY 5 (63%)
©POMBQZIH TIIAHNIKHZ 2 (25%)

IZXAIMIA ENTEPOY 1 (14%)

EIIEKTAZH ZTOYXZ ENAOHIIATIKOYZ 3 (38%)
KAAAOYX




AIIOTEAEXMATA
OPOMBSQXH IIYAAIAY PAEBAY-ITAPAKOAOYOHXH

IIAPAKOAOY®HZH (pfjveg) 20,1 (4-60)

KAINIKA-AITEIKONIXTIKA EYPHMATA N (%)

OAIKH EITANAXHPAITOIIOIHXH 0 (0%)

MEPIKH EITANAZHPATTOIIOIHZH 7 (88%)
MH BEATIOZH 1 (13%)
KAPBENOMA 3 (38%)
IIAPAIIAEYPO AIKTYO 5 (63%)
ITYAAIA YIIEPTATH 5 (63%)
KIPZOI OIZTO®AT'0Y/ZTOMAXOY 5 (63%)
KIPZOPPATIA 0 (0%)

ATKITHE 1 (13%)
NEA ©POMBQZH 0 (0%)

METAMOXZXEYZH/ONHTOTHTA 0 (0%)




ZYNAPOMO BUDD-CHIARI

ITAPAKOAOY®GHXYH
IIAPAKOAOY®HEZH (pfjveg) (2-144)
ANAPEZ N A

OAIKH EIIANAZHPATITOIIOIHZH 2 100
TIPS 0 0
ONHTOTHTA 0 0

I'YNAIKEZ N (%)
TIPS 5 100
METAMOZXEYZH | 20
®NHTOTHTA | 20




2YZHTHXH

*  H omAayxvikn @AePikr) OpopPwon, mou rieptdapfavet in
OpouPwon nmudaiag eAepag kat to cuvépopo Budd-Chiari, eivat
OUXVEG eTIMAOKEG TV Ph-apvnTikeov pueAoUnepnAactik@y
VOOnIAT®V

* Av kat otnv aAnOn nmoAukuttapapia n petaddayrn) JAK2V617F
eival oxedov nmavta nmapovoa, 6ev cupPaivel to 1610 otnv 161011adON
Opoufokuttapwon Kat tnv rnpwitornabdr) pusloivwon orou
6tamotwvetal povo oto 50% twv acBevov

v Qot000, 1 petaldayn JAK2V617F sivalr kata xavova
napouvoda ota pucloiinepnAactikda voonuata otayv
OUVUNAPXEl onAayXxviki Opopfwon

O1 aoBeveig pe o0.Budd-Chiari xat JAK2V617F(+) MYN ¢@aivetat
0Tl NAOXOUV OUXVOTEPA ano aAnbn noAvruttapatlpia Kat £Xouv
XELPOTEPI MPOYVWOOI CUYKPLTLKA PUE AUTOUG pe Opopfwor
nuAaiag @A£fag s§wnmAatikng attiodoyiag nov ouvnOwg
MNAoXouVv ano 16ionadrn Opopfoxuttapwon



XYZHTHZH

* Xtoug aoBeveig pe ommAayxviky @AepBikn OpouPworn, n rudaia
umEPTAo e€ival eva ouvnbeg eupnua

 To oUVSOpPONO UNMEPONMANVIONOU MOU UMOPEL va
axoAouOnoetl €Xel 0av AMOTEAEONA TNV PELWOT TRV
TIHOV TOV £PUOPOV AL0CPALPLOV, AEUKGOV KAl
ALOMETAALOV

v Ta puelolnepndaotika voorjpata propei va dtapuyouv ng
IIPOCOXI1)G Kal va kaBuoteprjoel n 01ayvwor) TOUg

v' AUTEG 01 POpP@EG OUXVA ATTOKAAOUVTAL «ATUTIES 1) «AavOdavouoegy

v" H e1kova tou mepPePIKoU aipatog propel eUKoAa va urtoylaoet
TOV A1AToAOYO0 TOU KAAegital va eKTIPNOEl Tov acOevr) Katl va
(ntrost IEPAIIEP® EAEYXO




2YZHTHZH

* H alAlayn tov Rpunpiov tng aAnboug rmoAukuttapaijaiag aidia
Kal T@V untodoin®v Ph- pusloUnepnAaotikKov VOOIUATOV WOTE va
Baotlotel Kupiwg otnv nmapouoia tng petaddayng JAK2V617F
EXEl, PETAlU TOV AAA®V, OG OTOXO TNV NAPARKANWT] TG
MAPANAVE ATUNIG KALVIKIG £1KOVAG KAl TNV £10AY®YI £VOG
GAAOU IT10 AVILKELPEVIKOU H1ayVOOTIKOU SeikTy)

TERPNPLmOoNg tng dtayvoong

e aoBOeveig pe onAayxvikn @Aspirn Opopfwon Kat atumny
RALVIKI] £1KOva nou §ev eival cupfati pe pucloiinepnAaotiko
voonpua, n avixveuorn tng petaddayng JAK2V617F eivat

Ka0op1oTiKI yla TV §1ayveorn Kat TNV AVIIHETOILoN a@ou
£lval mapouodad 0To oUVOAO TV acevov autov




