Bcr/abl- Xpovia MughoinepnAaotika NeomAdopota
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Xpovia MuehoinepnAaotikd NeomAaopota

m Xpovia voonpata mou odeilovtal 6 KAWVIKA untepniAaoia
EVOC OLPXEYOVOU MOAUSUVAOU QLUOTIOLNTIKOU KUTTAPOU ToU
HUEAOU TwVv ootwyv, Kat odnyolv og UMtEpIapOywyn Ko
TLEPLOCOTEP WV OLLLOTIOLNTIKWY CELPWV.

B JUuvoAwKn enintwon otnv Evpwnn:
10-15 véec neputtwoelg / 100,000 mAnOuopov /eTtnoiwg




Xpovia MuehoinepnAaoctika NeomAacpota
(MPN, taéwvopnon WHO)

XMA, bcr-abl (+)

MueAoivwon

AANnONACc moAukutTapatlpio
15tonaOng OpoupokutTapatpio
2UOTNMOTIKA HOLOTOKUTTAPWON
Xpovia ovdetepodAikn Asvyatpia

Xpovia nwotvodpiAikn Asuxapio/unepnwotvopiAtko
ouvépopo

Ataflvopnto LUEAOUTIEPMAQOTIKA GUVOpOUAL




Kowva xopoKTneLoTIKA TWV XPOVIWV
HUEAOUTIEPTIAQOTIKWV VEOTTAQLCLWYV

KAwvikn urtepmAacio Tou oPXEYOVOU QLLO-
TLOLNTLKOU KUTTAPOU

Myeloid stom cell

MoBoyeveTIKOC PONOC CUYKEKPLUEVWV
HETOAAAEEWVY

Myeloblast

YIEPKUTTOPLKOG MUEAQC LiE uTtEpTIAaoioy/
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Platelets

OLLLLOTIOLNTLKWV OELPWYV OTTO TOV LUEAO
MotkiAou BaBuou pueloivwon
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Moplakn na@oyeveila twv C-MPN

«NolkokupepEva» voonpata He codn poplakn maboyeveia

XapaKTNPLOTLKEC METOAAAEELG OTA ALLOTIOLNTIKA KUTTOPA, TIOU
adopoUV CUYKEKPLUEVA YOViOLA TUPOCLVIKWV KIVOOWV

o JAK2 otnv moAukuttapatpia (90%), 16lomnabr Bpoupokuttapatpio
(50%) kot tnv puedoivwon (65-70%)

o Calreticulin kat mpl-untodoxéacg o€ pueloivwon-
OpouBokuttapatpia (15-30%)

o BCR/ABL otnv XMA (100%)
o c-kit otnv ocuoTNUATIKA KOLOTOKUTTIAPWON

o FIP1L1-PDGFRa oto unepnwolvoPplAtkdo cUvépopo
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Distribution of JAK2, MPL, and CALR mutations

Paolycythemia Vera
(N=382)

Monmutated
JAKZ, MPL,
and CALE n

Essential Thrombocythemia Primary Myelofibrosis
(N=311) (N=203)
Monmutated Nonmutated
JAKZ, MPL, JAK2, MPL,
and CALE'—| and CALE'—I

CALR

CALR JAKZ
mutaticn

JAK2

mutation .
rutaticn

mutation

MPL mu lutiunJ MPL muta tiunJ

Klampfl T, et al. N Engl ] Med 2013; 369: 2379-30
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MOAYKYTTAPAIMIA - OPI2MO2

m MoAukuttapatpia Q mToAvepuBpatlpia R epuBpokuTTIApWON
elval n avénon tou aplBpou Twv epuBpwv atpoodalpiwy, TNG
aLtpoodalpivng Kol Tou QLpaToKpLtn, mMavw oo Ta armodekTa
duololoyLka opla.

m Awakpivetol og anoAvtn (N aAndn) (avénon tnc palog
epuBpwv) kat oxetikn (R Pevdn) epuBpokuttdpwon
(puoloAoyikn palo epuBbpwv)

m H amoAvtn Slakpilvetal og

[ mpwtomadn n aAndni moAvkuttapapia (Polycythemia Vera)

1 deuteponadn epuBpokutTdpwon
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> Ouotlodoyikni pala epuBpwv (< 36 mi/kg)

B Meiwon Tou 0yKou MAQCHOTOC
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WeudNnc n oxetikn epubpokuttapwon

AlovpnTika
YrepkatavaAwon aAKooA
Aduvdatwon

EykaOpata
MapaTeETAUEVEC SLAPPOLEC
AKOQTAOXETOL EMETOL

stress

> Gaisbock’s Syndrome: unéptaon, pelwon Tou OyKou TTAQ-
opatoc, umtEpBapa atopa, kamvioteg, uPnAa emineda CO
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AY=HMENH MAZA EPYOPQN (red cell mass, RCM), Hb, Ht

fuvalikec
Y ¢ >32mL/Kg

Avdpec

< >36 ml/Kg
<+ Hb > 16,5 g/dI <« Hb > 16 g/dI

< Ht >49% < Ht >48%
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AEYTEPONAOHZ EPYOPOKYTTAPQzH

< Odeiletal oe puocloAoyikn andavinon o€ vnoéia 1) o€

anpoodopn EKKpLon EpuBpomoLnTivng Kidn e
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> 2uvOnkec neptBaAlovtikig umtoiog g — o
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slam cell ;%?ftgs enythroblast enythrobdast
>  IMAvieg LeETaAAASELS TNG alpoodalpiving L &p0 gepencent

< H avTIHETWTITLION OTOXEVEL O0TNV Oepameia TOU UTTOKELUEVOU
VOO HOTOC aV Kot LEPLKEC PopEC N adaipaén Bonda
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AITIA AEYTEPONAOOYz2z EPYOPOKYTTAPQ2H2

Yroéia

MeyaAo vdopetpo

Yno&oupikn nveupovonadeLa

KvavwTtikn cuyyevic kapdiondBeia

Kanviopa

MNaBoAoyk atpoodatpivn pe vPnAn ocvyyévela pe to 02
Anpaodopn EKKplon epuBpornointivng

Noonpata vedppou (dykot, KUoTELG, UOpOoVEPPWON, OTEVWGN VEPPLKWV OLPTNPLWV,
HETAHOOXEVON VEDpPOU)

Hriatikd voonpata (nnatwpa, kippwon, nratitido)

Oykol (6ykoc Wilms, oykotl mapwrtidag, atpayyetofAaoctwpa napeykepaiidog,
Aépdwpa, BPOYXOYEVEC KapKivwpa, KapKivoc wodnkwv, adpevepyikol Oykol,

b aLoXPWHOKUTTWUA, LVORUWUOTO HATPAC)

AA\a aitia

dDapuoka Kat xnpuwka (Avépoyova, vikéAlo, koaATio)
Neoyvik TOAUKUTTOPOLLOL

MoAA£C peTayyioEeLg



AITIEZ ZYITENOYZ AEYTEPOINAOOY2 EPYOPOKYTTAPQ2zH2

Neoyvikn epuBpokuttdpwon

PucloAoyLlko evéouATPLO
nepLBaiiov

Neoyva SLafntikwv pntéEpwv

KuavwTtikéc ouyyeveig
KapOLOTIAOELEC

AdpevepylKn untepmAacia
Oupeotoéikwon

2ZUYYEVNAG EpUBpoOKUTTAPWON
m Tpwowpiec 13, 18, 21

m Awpoodarpivn pe uPnAn
oUYYEveLa o§uyovou

m XaunAo 2,3 DPG
m  Autovoun, auénmévn

% Hb saturation
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NMPQTOMNAOGHZ NOAYKYTTAPAIMIA
EmuénuioAoyika dedopeva

0.6-2 veeg neputtwoelg ava 100.000 eTtnoiwg o Polycythemia Rubra Vera

e Alapeon nAwkia epdaviong 65 £tn (cuvRBwg
>55)

e 5% TwvV MePUMTWOEWV 6 NAkia <40 £€tn

o APKETEC MEPLNTWOELC SLaAAOoUV TNC
dLtayvwonc Kot dtaytyvwokovtol apya oov
HUEAOOKARPUVON

‘EkBeon og aktivofoAia o povog
OLVOLYVWPLOHEVOC TTPOSLAOECLKAC TOLPAYWV

Hypercellular Marrow,
Red skin & Hepatosplenomegaly
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KAwvikn elkova

B JUMITWHOTA OO UTTEPYAOLOTNTO, OYYELAKEG

BAaBec (BpouBwoslg, atpoppayiec) ko
UTtEPKATOBOALOLO

m [MAnBwpa / unepopia npoowmnov, {aAn

m EpuBpopelalyia (avénon Bepuokpaociag
depuatog, alodnua kavoou, epuBpoTNng
aloBnua alpwdiag, eviote adpopnto, Ue
KUOVWON KoL CUXVA TTOVO oTa AKPO TWV
SaKTUAWV)

m KepalaAyia, Swatapaxec opaonc (Bappoc
O0poLoNG, CKOTWHOTA), tapatcOnoiec

B Kvnouocg biwe peta ano Aouvtpo,
ontAnvopeyalia (75%), uméptaon (<50%),
nriatopeyalio (<50%), deppatika EAKn

m Kpioelc oupkic apBpitidac
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EtoBoAn pne coBapn EMUTAOKN € VEAPOUC OLOOEVELC
Xwpic epdpavn npodlabeoiko mapayovra

Thrombosis in Unusual Sites: MPNs are Prevalent

") 4% CVT cohort (N=706) w/ MPN
} | 0.4% MPN cohort (N=2413) w/ CVT

08U eudpaypa puokapdiov

AN TS Hepatic _
32% will have MPN  JEETS oA RV o WL N Vein 41% will have MPN
15% w/normal CBC RN { ¥\ e 17% w/ normal CBC

Splenic
Mesenteric _ Vein
p \ WA Thrombosis

Vein ’4
Thrombosis /’

Death of heart tissue due
to blocked coronary artery

HR for SVT w/in 3 months of MPN dx: 81.1 (vs. general Swedish population)
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NaBoduoioAdoyia:

AuTOvoUNn EPUOPOKUTTAPLKA AVATITUEN

KUpLo BLOAOYLKO XOPOKTNPLOTLKO Eival N LKAVATNTA TWV ITPOYO-
VIKWV KUTTAPWV TNG EPUOPAC va apayouV EpUOPOKUTIOPLKEC
anoLKieg anovaia epuBponointivng (EPO)

H wavaotnta avtn 6ev odeiletal o avwpaAio tov aptOpou

NG AsLToupylag Tou untodoxéa tnc epuBpomointivng aAAd
daivetal Twg Ta TPoyovika KUTTapa TG EPUOPAC CELPAC
nopouvotafouvv av§nuevn evaiwodnoia otn dpaon tng EPO, (IL-3,
GM-CSF, SCF, IGF-1), xwpic va undeyXouVv oVwWHaALEG TwV F
UTtOSOXEWV TOUG.

Paivetal nwc moANamA£g yevetlkec BAaBeg, mov EeKlvouv ano

TG petadAaelc tne JAK-2 kivaoncg ennpedlouv TG, LETA TOV
unodoxEa, 060U¢ moAAamAaoctacpoU Kot emBiwonc Kat z
MITOPEL VOl TPOAYOUV TNV AVANTUEN TOU VEOTTAQLGLATLKOU

KAwvou.

Zuxvotepa n onpelakn petdAlaén JAK2V617F (95%)

CFU-GEMM



| MapakALVIKOC EAEYXOC

< Depprtivn, B12, duAALKO 0&U

< Emimeda epuBponointivnc opou

< Ag€pLa alpatoc (sat 02), EAeyxoc dlaxvonc aeplwv

< AkTwvoypadia Bwpakog

< 'EAEYXOC VEPPLKAC, NTTATIKAC, KOLPSLOKAC KOl LVOTTVEVOTLKNA G AELTOUPYLOG

< YrmEpnyol N aéovikn KolAiag (Amap, omAnvag, vedpot)

< Muelkn avappodnon, ooteopueALKn Broio KAl KUTTAPOYEVETIKA avaAluon
< ALpomoNTIKA KAAALEPYELA AlpnaTOC i LUEAOU

< KopmuAn anodelopeguonc oéuyovou (P50) (amokAelopocg alpoodatplvorna-
Belac pe avénuevn ocuyyevela pe 02, B€TKO OLKOYEVELOKO LOTOPLKO)
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EPTA2THPIAKA EYPHMATA

e Auénuévn Hb (>16,5 g/dl otouc avépec,
>16 g/dl otic yuvaikeg)

e AUEnon Asukwv/oudetepodiAwv Kot atponeTaliwyv oto 75%
TwV alcOsvwv

e 216npomnevia ano vrepkatavaAwon Fe
e MIKPOKUTTAPWON KOL UTTOXPWHLO EpUBPWV

o Emiyplopa kat flodia puelou: avénuevn kuttapoBpifeia, xwplc
MaBoyvwHOVIKA XopaKTNPLOTIKA (uTteprAacia epuBpag,
KOKKLWOOUC KL LEYAKOPUOKUTTOPLKNAC OELPAC)

e Kapuoturmoc (ouvnBeotepa K.d. maBoAoyilkoc oto 10%)
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EPTA2THPIAKA EYPHMATA

XounAn EPO opov

2ITANVOMEYOALO OTTELKOVLOTLKA KOl KALVLKQL
AEK duorloloyka

Avénueva entineda B12 kai LDH opov
Autovoun avarntuén BFU-E

AVWHOAN CUCCWPEUGCH QLHOTIETAALWVY
o0to 80% TWV NMEPLITTWOEWV

Avénuevn LAP(R NAP)-aAkaAiki dwodataon
oudetepopilwv

Yriepoupiyoupia (1/3 acBevwv)
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AANONC moAuepuBpaiptla

1. Hb > 16.5 g/dL(avdpec), Hb > 16.0 g/dL (yuvaikeg) n
Hct > 49% (avdpeg), Het > 48% (yuvaikec) n
AugEnpévn pala epubpokuttapwy (RCM)

2. OMB: umEpKUTTAPLIKOTNTA YA TNV NAIKIA PE AvATITUEN KAl TWV TPLWV CEIPWV
(panmyelosis), e Evrtovn av€non epubpdc, KOKKLWAOUC CEIPAC KAl HEYAKAPUOKUTTAPWY
MOU Elval WPLUA Kal YE TAELOPOp@ia

3. Napoucia petaAraéng JAK2V617F n petaAraéng JAK2 exon 12

EAdcoova kpitnpla

1. MaBoAoyika xapnAn EPO

H duayvwon tng Al amautei kat ta 3 peilova kpitnpla A ta éuo mpwta peifova kat To EAacoov
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| OEPATMEIA NMPOQTOMNAOOYz NMOAYEPYOPAIMIAZ

e Adarpaterc (Ht<45% n Hb< 15 g/dl)

e Aomupivn (80-250mg/dl) yia avaotoAnl cucowpeuvonc AMIM

e Kuttapopewwtika pdappaka Pe KOO KataotoAn epubpomoinong
e Yépououpia (AvactoAéac RR)

o lvtepdepovn-a

e AvaotoAeic JAK2 kwvaonc (Ruxolitinib, Pacritinib, Fedratinib)

o ABPpWHOMOVVLTOAN

e BouoouAdavn

o Pablevepyog dwodopoc (maAiotepa o€ NALKLWHEVOUG)

e '‘EAEYXOC CUMMTWHATWY OMTWE O KVNOUOC ME OVTLLOTAMULVIKA, TNG
UTTEPOUPLYALIIOG LE AAAOTTOUPLVOAN

e Taotponpootaocia pe PPI
e 'EAgyXOC TNC KOMWONG ME eEAadpd AcKnon




MPOINQzH

= Xpovia KAwVLIKA vOCO0G, aviotn, LE OXETIKA A of train deoved of bood
KaAn mopeia

Elusnd ol

= Méon emBiwon: 16 £€tn & ; y
<
= ApPKETOL A0OEVELC PETAMLTTOUV O€ pUEAOiVvwoN ""'*-L( (i
(30%) N koL o€ oeia Asuyaupia (5%) é“/ Bloog ﬂ_\ \
' b

= MwKpOTEPOG KivOUVOG EKTPOTING ETTL H
adoapatewv, peyalutepocg (5-15 popéc) otav
Xopnyouvtot aAKUALOUVTEC TOLPAYOVTEC N
padlevepyoc 32P

= Alpoppayia kot Opoppwaon eivat oL KUPLEG
OILTLEC Voo npotnTag Kat Bvnolpotntac Ko
NPOKANGNC AVENMAVOPOwWTNC avarnneilog
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OPIXMOX

MuegAoUnepmAQOTIKA VOGOC IOV XopoKTnpL{ETAL OO enipovn avénon tou
OLPLOOU TWV ALUOTETOAIWY XWPLE attia Tou va SLKALloAoYEL auth TV avénon

Nocog tou apxEyovou moAuSUVOOU CLLLOTIOLNTIKOU KUTTAPOU

Fevika Oewpeital KAwVLIKA VOGOG av Kol EXEL mapatnpnOsl moAuKAwVLIKA
OLLLLOTTOLNON OE KATIOLOUG A0OEVELG, OTOUC OTIOLOUG IOPOTNPELTAL ULKPOTEPOG
KivOuvoc OpouwTikwV EMUMAOKWV
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ENIAHMIOAOIIA

> Euputato nAtkiako ¢paocpa (15-90 £tn)
> Awapeon nAwkia epdaviong 55-60 £tn

> Taon epdpaviong o€ VEOTEPEC NALKIEC cuvROWC

HE TU)Xaia Sltamictwon

> Tuvaikeg/avépec:1.5/2

> H ouxvotepn puehoimepnAaotikn dtatapaxn
(2.5 - 3 véeg mepuntwoelg/100.000 Katoikoug

gtnoiwg ot HMNA)
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NMAGODYZIONOTIALL

> H KAwvKA atpomnoinon 6ev cuvodeveTaL OO XOPOAKTNPLOTLKN KUTTAPOYEVETLKI)
(kapuotunoc pucLloAoylkog 6Tto 95-98% TwWV MEPLITTWOEWV)

> Ta MPOYOVLKA QLLHOTIOLNTLKA KUTTOPO TOU HUEAOU rtapouotalouv avénevn in
vitro evaoOnoio 6€ KUTTOPOKIVEG LE AUTOVOMN QVATITUEN OTTOLKLWV OTNV
nAsoPndia twv neputtwocwyv (EpuBpa ospa otn epubBpormnontivn Kot/n
HEYAKAPUOKUTIOPLKN OELpa otn Bpoufonointivn).

> H avénuevn vnepevaicOnoia otnv Opopforointivn yivetatl HEowW TOU UTTOSOXEQ
c-Mpl.

» MetaAlageic tng JAK2 kKwvaong i tou unodoxea Mpl i tng Calreticulin
SnuLoupyouV tn voceo oto 75% Twv MEPLMTWOEWV
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NMAGODYZIOANOTIA II.

< Quolodoyikad N avénuéva enineda OpopBormotintivne €xouv
Bpebei o€ acOeveic pe 1.0.

< Moapoapével acadEg av n dteyepon tou c-Mpl givar  oxt
géaptwpevn amno tn Opouponowntivn

< MetaAlaén V617F tnc JAK2 kwvaong: (50% twv acOevwv)
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KAINIKEZ EKAHAQZEIZ 1.

> O oot acBeveic eival acupntwpotikol (BpopBokuttdpwaon: tuxaio
g0pnMUa O€ YEVIKA aipotoc poutivog)

> Katd tnv nopeia tng vooou oL mepLocotepoL aoBeveic mapovotalouvv
OLYVELOKLVNTIKEC, OPOMPBWTLKEC KOL ALUOPPOAYLIKEC EKONAWOELC

> Ta cupntwpota cuxva odpeilovial o dLatapaxEC TG LKpoKukAodopiog

> AloOnua kaoou ota MEApATA Ko oTic MoAapeeg, Yuxpa akpa,
VEUPOAOYLKA GUUITTWHOTA OTtwE KEpaAaAyia, {OAn, OMTIKEG SLATAPAXEC

> loyauuia, yayypawva  aKkpoKuavwaon akpwv amno anodpoaén aptnpeidiwv

> OpouBwoelc peyaAwv ayyeiwv (10-25% twv acBevwv £€XoUV LOTOPLKO
OpoppoeuBoAikol enelcodiov kata tn dtayvwon)
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KAINIKEZ EKAHAQZEIZ II.

Neapécg yuvaikeg pe 1.0. €xouv avénmévo Kivbuvo
ortoBoAn g mpwTtou TeLuvou (36%)

Alpoppayiec (ekxyupwoelg, eniotaén, pnvoppayia,
olLpoppOyia 0TO OTOMA, EVTEPO KATL) avadEpovtat
HOVO OTO 6% TWV MEPUTTWOEWV, KUPLWG OE
NALKLWHEVOUC KAl 0€ acOeveic HE atpomeTaALla
navw aro 1,5 x 10%/ul

Napadofo patvopevo Opoppokuttapwon HE
olLpoppaylkeEG ekdnAwoeic! (IdtomaBnc alpoppayikn
OpopBokuttapatpio)

2rtAnvopeyalia (30%), emwduvo EpdpaKTo oTTANVOC
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AIAINQZTIKA KPITHPIA KATA WHO

> Ztafegpoc aplOuoc AMT > 400 x10° /L
> AMOKAELONOC UtaPENC AAANC VOoOoU mou va SikatoAoyei Opopuokuttdpwon

> Bloyia pueAoU pe untepmAaoio LEYAKOPUOKUTTAPLKNG GELPAC XWPLG ONHAVILKA
oUENMEVN TNV KOKKLWAON Kal TNV EpuOpaA oeLpd

> Amnouoia kpttnpiwv dtayvwonc aAnBol¢ noAvepubpatpiacg, mpwtonaboug
HueAoivwong, xpoviac pueAoyevouc Asvyatpiac, pueAoduomAaoTtikou
ouvépOOoU ] AAANC ALLATOAOYLKNAC KaKONOEeLOG

> Mapovoia petaAlaénc JAK2V617F (n aAAwv Mpl, Calr) R eni amovoiag tnc,
EAAewdn €vdeenc aviidpaotiknc Opopfokuttapwong
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AIAQOPIKH AIATNQZH

J
*

Attia deutepontabouc(aviidbpaotikig) OpopfokuTTAPWONC
Nowpwéerc (ukpofratpia, pupatiwon)

DAcypovwodeLg KataoTtaoelg (KoAAayovwoeLlg, AAAa avoooAOYLKAG apXNS
VOO UOTa, oapKoeidwon KAN)

KakonOeleg allatoAOYIKECG KOl CUMTIAYELG OYKOL
216NPOomMEVIKN avartlupio

Xelpovpylkn enEpfaon

Tpauvpoa-totikn BAABN

Meta ontAnveKTonn

Alpoppayia

<X

AN N N NN

J
0’0

AAA0L pUEAOUTTEPTIAQLOTIKA VOO LOTOL
MueAoduonAaotiko ocuvdpopo (5qg-)
2L6npofAaoctikn avatpia pe Opopfokuttdpwon
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EPFTA2THPIAKA EYPHMATA

> AponetaAia >400x10°/L

> Amnovoia dsiktwv avtidpaonc oéeiac paonc (TKE,

wvwdoyovo, CRP)

> LAP avénuévn n puotoloyiki

> Neukokuttapwon n/kat avénon twv epubpwv (oto 30%

TwV acBevwv)

> Ewkova mepipepLkol aipatog: HEyaAa N ylyavTia aLpo-
netalila, Opaldopota LEYAKOPUOKUTTAPWVY, OTTAVLA
gUUpnvVa epuBpa n/Kat Awpa KUTTOLEA MUEALKAC

OELPAC
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EPTA2THPIAKA EYPHMATA

= ELKOVOL LMUEAOU: UTIEPKUTTOPLKOC MUEAOC
(3/4 neputtwoswv), xwpic SuonAacia | tvwon.
AuENUEVOC aPLOOC KOBOWC KOl OPABEC LEYAKOLPU-
OKUTTAPWV HE UNTEPTTIAOELOLKOUCG TTUPNVEC

= Kapuotunog: cuviOwc ¢puoloAoylkog, anapaitntog
yla anokAeiopo XMA kot pueAoduonAaotikou
ouvépopou RARS A 5g-. Oy, pepikec PopEg,
TIOLPOTNPOUVUUEVEC KOPUOTUTILKEG AVWHAALEC eV
£XOUV TIPOYVWOTLKA aéia.

= Avénuéva enineda mpoPAeypovwdwWV KUTTOPOKLVWV
IL-6, IL-1b, IL-11 (apeococ OpopBomoinTikog mapaywv)
oxetilovtal pe dsutepornadn OpopBokuttapwon
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MYEAOYMNEPMNAAZTIKA NOZHMATA

> OLHOPPOAOYIKEC KOl AELTOUPYLKEC OVWUOALEG

Twv oponetadinv Sev €xouv el8koTNTA. 100+ Control 5 1M
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| MPOINQ2TIKOI MAPATONTEZ2

HAwkia >60 £tn Kot atponetaAia >1,5 ekat. anoteAouv cofapoug
TLAPAYOVTECG KLVOUVOU yLa aiLpoppayio

AVTIOUAANTITIKA OITO TOU OTOMATOC, oppovoBepareia, AAAEC EMIKTNTEC
N KANPOVOMLKEG OpOUBOPLALKEC KATAOTACELC MITOPEL VA AUEAVOUV TOV
Kivouvo BpopuBwTtikwv emeELlC0iwV.

2e a.oBeveic uPnAov Kwvduvou n SL6pOwan Tou apltdpov Twv
oponetaAiwv os <400000/pl pe vdpououpia R avaypeAidn HeLwVEeL
toVv Kivéuvo BpopBoepuBoAikwy enelcodiwv.

ZAnEPa otoxo Oepareiog anoteAel n peiwon twv AMT <400000/pl.



OMAAE2 KINAYNOY ME BA2H TOY2 NMAPATONTEZ KINAYNOY
NA OPOMBQTIKEZ KAI AIMOPPATIKEZ ENMINAOKE2

» XapnAou kiwvduvou
< HAKia<60 £tn
< Amnovuoia .otoptkoU OpopBoepuBoAikol enelcodiov

< ALMOTETAALO <1,5 eKaT. (XWPLC LOTOPLKO aLpOPPAYLOC 1) EMIKTNTNG
vooou v. Willebrand)

< Amouoila mapayoviwv Kvdéuvou yla KopdLlayyeLlokn voco
(kanviopa, SucAumidatpia)

EvéLapéoou Kivéuvou

Anouoia mapayoviwv xoapunAov i upnAou Kivduvou
Y¥nAou kwvéuvou

HAwia>60 £t

lotopko OpopuBosuBoAkol enelcodiov

% VW & VY

K/
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OEPAIEIA

> H évapén Bepaneiag e€aptatal ano tnv nAkia tov acBevouc, Tov apltOpd aponetaliwv
KOLL TOV TIPOLYLOLTLKO 1] EKTLHWHEVO Kivouvo OpouwTiKwV N CLLLOPPAYLKWY ETILITAOKWV

> ZKOTOC TNG Oepameiag eival n mpoAnyn twv enutAokwyv Ko n dtatripnon $ucLoAoyikou
opLOpoU aLpomeETaAiwY

> OEPAMEVTIKEC EMLAOYEC

>

Aorpivn (o€ 6Aoug toucg acBeveic mou dev epdavilouv ALLOPPAYLKEC EKONAWOELG KOl OE
EYKUOUC ME LOTOPLKO anwAeLac epfpuov)

NapakoAoUOnon povo (o€ veapa atopa, He aplOpo aponetadiwy <1 x 106/ul, arnodpuyn
KLv&UVOU KUTTaPOTOELKWV)
AwponetaAloadaipeon Ribonucleotide
Kuttapopewwtikr Oepaneia e re?l;‘Ncgse i

> Yépo&uoupia S T

> AVGVpEAiSI‘] oH é"' Classl Classll Classlll O ZH

> |VT€p¢€p6Vﬂ-a Ribol[ll:]l;II:aS(;tides Deoxyr[i:l)gl;‘tlicsl)eotides

' !

RNA DNA



MPOINQ2zH

KaAonOn¢ nopeia — Awtapeon emBiwon > 20 etwv

Kivouvoc yia 0avato 4 popec peyaAUTEPOC O€ CUYKPLON UE LOLac nALKioG
duoloAoyikad atopa

Kata tnv mpwtn dekaetia and tn dtayvwon 10-40% twv aacBevwv Ba
A POVCLACOUV OPOoUBWTLKO EMELCOOLO Kot 4% OLLOPPOYLKO ETELOOOLO

Metantwon o€ puehookAnpuvon (5-6%) R oéeia Asuyatpia (1%). O
Kivouvoc e€€ALENc oe Asuyatpia avéavel og 3.5-5% o€ 5-10 £€tn otav
XpnotpornotnBsi udpoéuoupia KoL CUVUNTAPXEL KUTTOLPOYEVETLKN
avwpoAia, ivwon i xprion ENUTAEOV XNHELODEPATTEUTIKWV TTOPOLYOVTIWV



NeoOMAQGHUATIKN QLULOTOAOYLKN Xpovia - N
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IAIONAOHZ MYEANOZKAHPYN2ZH

vOOOG E XOLPOLKTNPLOTLKAL: e
InAnvopeyalia b
NevkoepuBpoBAaotikn avtidpaon
Tvwon puelov - .
E€¢wpueAikn aponoinon
Neoayyeloyéveon L OV '*

MowtAokutTtApwon e
dakpuokuttapa oto nepiLd. aipa




EruébnuioAoyia

Entiktntn KAWVLIKA dlotapoXn TOU oPXEYOVOU OLLLOTTOLNTIKOU KUTTAPOU
> 0,5-1,3 véec nepurttwoelc /100.000 TANOuGHOU £TNOILWC
»> Méon nAwia dtayvwongc: 60 £€tn

Mponyeitat cuvnOw¢ utepmAaotikn (PoivwTtikn, KuttapoBpLonc ¢aon)
Kot aKOAOUOEL Lvwon Tou HUEAOU Kol aAVATITUEN EC0TLWV EEWHUEALKNAC
oiponoinong (omAnvoc, nmotog KAm)

H ivwon odeiletal o diatapoyxn TG LOOPPOTILOG LETOEL TOU OXNUOTIOMOU
KOl TNG artodopnong tTov KoAAayovou (armapaitntou GTOLXELOU TOU
OTPWLOLTOC TOU HUEAOU)
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napayouvv Kutokiveg (PDGF, TGF-B,
EGF, kaApovtouAivn) mou enayouv
TNV untepnAacia tvofAactwyv Kat
ePpe€NC TNV ivwon HEow aUENUEVNG
oUvOeaong koAAayovou
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KAwvikn elkova

2IAnvopeyalAia, natopeyaAia, omwAsia
Bapoug, EUKOAN KOMwon, KataBoAn
SUVAMNEWYV, CUMTTTWHOTOAOYia avatpiac,

UTTEPOTIANVLOMOC .
ALLOPPOYLKEC EKONAWOELG, VUKTEPLVOL q

LOPWTEC, MUPETOC, EPLPEPLKA OLOAMATA,

nuAaio unéptaon Normal spleen
Aokitng, Opoupwon nuAaiog
ApXKA oL aoBeveic eival acupuntwportikol

MPOo0SEVTIKA £0TIEC EEWMUVEALKC-EKTOTING
oiportoinon¢ (omARvo, AMap, MEPLTOVOLO,
nivevpoveg, MEZ, KNZ kAm)

Splenomegaly
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Epyaotnplaka evpnpoto

NeukogpuBpoBAaotikn avtidpaon
(aprotepn otpodpn KOKKLWOOUC GELPAC

- EUnUpnva epubpa)
Aakpuokuttapa

Availpia + Asevkonevia  OpopBornevia

MeyaAa AMT-0pavopoata MIK

Avappodnon puelov: aduvartn cto
90% twv aocBevwv (LueAoc dry tap)

OocteopveAikn Brodia: ivwon

» NAP av€nuévn




Awadopikn diayvwon
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AAAa xpovia puehoimepnAaoTtikd cuvépopa
XMA
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NMOAYEPYOPAIMIA
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< Agutepomadnc pueloivwon

METOOTAOELC GUUTTIAYWV OYKWV
NAevyoupiec-Neppwpata-MAZ pe ivwon
ABpoLoTikd AUCOCWHLKA VOOiLoTOL
Qupatiwon
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Mpoyvwon-Oepaneia

>

< Méon emPiwon: 5-7 €n
< EEENLEN o OMA: 20%

>

>

< H Baputnta kaw n §€EALEN
ToKiAouv

*

< KoaAutepn mpoyvwon: Anovcia
CUMMTWHATWY, CTIANVOEYQALiQg,
cofapnc avalpiog, copapnc
OpopuBoneviac (LEon emBiwon: 10-
12 €1n)

>
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AvaoctoAéac JAK 2 kwvaong (Ruxolitinib,
Pacritinib, Fedratinib)

Yépoéuoupia
Ivtepdepovn-a

OaAlbopidn
AvapoAwka-Koptikoeldn
Ynootnpktik aywyn (Epo,

HETOYYioELC EpUOPWV-AMT, aVTLHETWTILON
AoLpwéewv)

AktivoOepaneia otAnvog

» ZmAnvektopn (omavial)

» AANOYEVAC LETAUOOXEVUON



AANNA MYEAOYMNEPMNAAZTIKA NEOMNAAZMATA
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