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IEPIAHYH: To 2008 o IMaykdouiog Opyavioudc Yyeiag Bociotnke Kot og vedTepes TANPOPOPIES Yo
va katatdéet o Xpovia Muehobnepmiootikd Noonpata. Etol 610 dtoyvemotikd akyopidpo tpootédnke
N KotadeEn tov Tafohoyikod KAMVOL, TOV TEKUNPLOVETOL TAEOV Kal LE TN Ttopovsia thg JAK2V6O17F
UETAAAAENC 1) GAL®V AYOTEPO GLYVAV LOPLOKDY OEIKTMOV KAOMDE KOl TN TAPOVGI IGTOAOYIKMY EVPNLLA-
TV amd ) Broyia puehod. Eta «khootkd» Ph apyntikd Mughoineprniactikd Neonhdopata (Ph- MYN)
neprapfavovtot 1 AAnOng [oAvkuttapatio (AIT), n [dtonabng Opoppokvttdpwon (I0) kot 1 [pw-
tonafng Mughoivoon (TIMI). Arydtepo cuyvd Ph- MYN givar 1 Xpovio Ovdetepoiiiky Agvyopia, 1
Xpovia Hoowopilikn Agvyaipio un dAlog tagvopoduevn, 1 MootokuTtapmon Kot GALES VOGOAOYL-
KEG OVTOTNTEG LE YOPOUKTNPLOTIKA LVEAODTEPTAACTIKAOV VOST|LATMOV, TOV avapépovtal oG Mvelobmep-
mhootikd Neomhdopota, otosvounta. Q¢ mapdyovieg kvdvvov yo, v All kot v 10 avayvepilovto
onpepa N NAkio >60 1@V Kot T0 16TOPIKO TPONyoLpEVHS Bpoufmong. Q¢ acbeveig xauniov Kvdvvou
xopoxtnpifovrat avtoi, Tov dev d1abEToVY KavEVOY amd TOVEC TOPATAVED TAPAYOVTEG, EVD avtiBeTa ov-
Toi, IOV &Y0VV Kt Evay Tapdyovta Kivdvvou yapaktnpilovral o acbeveig vymiod kivdbvou kot Tpémet
va AapBavouy kuttapootatikh ayoy. Ot acBeveig yopmiod Kivdovou pe entBopuviikode Kopdloyyeto-
KoUG Tapdyovteg (VIEPTOOT, COKYOPOIN ST, Kamvioua, veepAmdatpio) Oa Tpénet va Aappavoovy
aymyn Hovo EvavTt TV Kopdlayyelok®v mapaydviov. Xty I[IMI Babpoioydvtog mopdyovies e ave-
EaptnTn 0pvNTIKY TPOYVOOTIKY a&io (ueydin nhkio, avaipio, CUGTNUATIKG GUUTTOUOTO, ASVKOKVTTA-
POOT, TAPOVGi AUCTMOV GTO TEPLPEPIKO QL) SIAPOPO TPOYVOCTIKA GLOTNHUATA EXYOVV GYEOINCTEL O
oyxéon pe mv enifioon, onmg 1o Aebvéig Ipoyvootikd vomua (IPSS) kot to duvapkd Aebvég Ipo-
yvootikd Tvomue (DIPSS), mov avédei&ov 4 opddeg Kivohvov e CNUAVTIKEG dLopopPEG 6T OLAEDT|
enPioon. [Ipdogata evompotmdnkay oto tedevtaio kot GAAOL Tapdyovieg (Kapvdtumog, aptOuds -
pomnetaAiov, e&dptnon amd petayyiocelg epuOpdv) Yo v KaAvTEPT TPOYVMON TG entPinong oe OAN ™)
duapketo g vooov. Ta mopomdved cueTuate oVUBAAAOVY onuovTikd oty eéatopkevpuévn Bepomen-
TIKN aywyn ot acbeveig pe TIMI.

Haema 2012; 3(1): 78-88 Copyright EAE

1.IXTOPIKH ANAAPOMH. TAZINOMHZH

O William Dameshek ypnoylonoinoe to 1951 yuw
TPAOTN Popa ToV 0po «MLELOHTEPTAUCTIKEG dLATOPO-
€G- MYA» (Myeloproliferative Disorders—MPDs) yia
V0. OPLOOOTOOEL TEGGEPD, VOCLLOTA [LE LEYOAT GUVE-
el Peta&d Tovg, TOG0 Ao KAVIKNG, 650 Kot 0o Tobo-
@uoloroyikng amoyns. H opdda avth mepeddppave
Xpdvia Mvehoyevny Agvyopia, tnv AAnOn [oivkvtta-

Awatoroykn Kiwvikn INLA. «I. Tevvnpatdcy

AehBvvon AAAnroypapiog: Ocddmpog Mapvakng, Aotoroyiky Kiwi-
N LNLA. «I. Tevwnpatae», Mecoyeiov 154, 11527 ABfva, TnA./Fax:
210 7470473, E- mail: aimatgna@otenet.gr

popio (AIT), nv I6omadn Opoppoxvttépwon (10) kou
v [Ipwtonabn Mvushoivoon (ITMI), tov amotéiecav
TG «khaokéc MYA»!. Metayevéotepeg pelétec Egydpt-
cav ™ XMA and v opdda avtr Kabdg dtaievidvinke
N maboyéveld g, N yopokTnplopevn amd TV Tapovcio
Tov ypopocsopatog Philadelphia (Ph) kot tov yparpiicod
yovidiov BCR ABL.

To 2001, o IMayxdouiog Opyavicpog Yysiog (World
Health Organization—-WHO) katétae 11 Khaokés MYA
oV gupvTeEPN Katnyopia Tov «Xpoviewv Mvehoimepmio-
otikdv Noonpdtmv» (Chronic Myeloproliferative Dis-
eases—CMPDs), mov cvumepeddppave eniong tn Xpdvia
Ovdetepopikn Agvyorpio, T Xpoévie Hoowvoeilikn
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Agvyopio/Yrepnoovopihikd Zovopopo kot ta otost-
vounto Xpovia Mughovmeprrootikd Noonuata?. To
VOGN LOTO OVTE ATOTEAOVCOAV G ETEPOYEVI OULADO LIE
KOWO YOpOKTNPLOTIKO TOVG T KAWOVIKY VIEPTANGIH TNG
LLEAKNG GELPEG, TOV AVTIGTOL(OVCE GTO TEPLUPEPIKO aii-
po g avéNoT TOV KOKKIOKVLTTAP®Y, TOV OLLOTETOAMY
/Kot TV gpuBpoKLTTAP®V YWPIG Vo GLVOOEVETAL AT
dvaepvBponoinon, dvomiacio TG KOKKIOOOLE GELPAG 1)
LOVOKVLTTAPMOT).

Emedn ovyva vrdpyovv opotdteg tmv Xpoviwv Mu-
eAobTEPTANGTIKGOY NOGUAT®V e 0VTIOPACTIKEG LOPPES,
OV UTOPEL VO CUUTEPLPEPOVTAL AVAAOYC, TO ETMOUEVA
€11 akoAovOnce mpoomdbela KOTASEENS KAOVIKOTNTOG
G€ 0VTA TOL VOSTIHATOL. TV KOO UEPIVI TPAKTIKT OVTO
dev glvar cuyva EPIKTO, €6V 1 KUTTOPOYEVETIKY] LEAETN
dev givar duvat M v 0 KapLOTLTTOG amodeLyel Pvato-
Aoyucos. Ao to 2005 mapatnpnOnke onpavTikn eEEMEN
He TN Tovtonoinen oto yovidio JAK?2 oto e&mvio 14 g
emikmg petodraéng JAK2V617F**. H petddroén av-
T, mov Bétel ) Kwvaon JAK2 g katdotacn cuveyovg
dpaotnplonoinong Kot odnyel o cuveyn TOALOTAAGLO-
GO TOV QLHLOTOMTIKAV KVTTApmV, ovevpicketol 6to 95%
ToVAdyloTOV TOV TEpITT@ce®V pe All kot 610 50% TV
nepmtdoemv pe 10 ko IIMP. Ta exdpeva £tn avadei-
xOnkav véeg petarraelc, ommg e MPLW515K/L 610
yovidio tov vrodoyéa tng Bpopforomrtivnig MPL, mov
avevpioketor otnv IIMI og mtoc0616 5-10% (ko omavi-
otepa oty 10), kabmg kot avtég oto yovidio JAK2 oto
eEdvio 12, mov Nav Mo ewdwég oty All og pkpoTepa
1000016°. Eivon ocagéc 611 10 Tapoamdve supripoto peo-
pohV va KAVOuV TN S1dyvmoT) QUTOV TOV VOO LATOV TLo
guyepn omd v «mpo-JAK2» emoyn.

To 2008 1 WHO Boaciotnke og vedtepeg Kot Tpodmdp-
YOVLGES TANPOPOPIEG GE KAVIKO, POIVOTUTIKO KOl YEVETL-
KO EMIMESO Y101 VOL KOTATAEEL TOL ALUATONOYIKG VOGToTo.

"Etotl onv avabewpnuévn ékdoomn g WHO (2008)’
v tig Xpovieg Mvelikég Neomhaoieg 0 0pog «voOo oy
€XEL OVTIKOTOOTOOEL b TOV OPO «VEOTANGLAY, TOGO Y10l
o, Xpovia MvelobmepmAactikd NoonLaTa., Tov LETOVO-
pélovtor mAéov oe Mvehobmepniactikd Neomldopota
(MYN), 600 Kot yio to. Mvehodvomhaotikd ZHvdpopo/
Mvugloimepniactikd Noorpoto.

-'Eywe dvvat) n evoopdtoon oto S10yveoTIKA Kpt-
THPLO KO LOPLOKDV SEIKTAOVY 710 01KV Yo T MYN Kot
GTO0 JLOYVOGCTIKO aAYOpOLL0 TpooTédnKe 1 KoTadeEn ma-
BoLoykoy KAMVOL, TOL TEKUNPIDOVETAL LLE T TOPOVGIOL
™mg JAK2V617F petdAroéng 1 GAAov Aydtepo cuyvav
HOPLOK®V JEIKTOV KAODS Kol 1GTOLOYIKOV vpNUAT®V
omo T Proyia poelod.

- T ™ ddyvoon g IO peidbnke o anoiroduevog
apBudc AMIT and 600x10°/L og 450x10°/L.

- Owvnepimtoelg g Xpoviag Hoowoeiikng Agvyot-
plog/Y mepnootvoeiiikod Zuvdpdpov evtyOnkav mAéov
o610 Mughikd kot Agpoicd NeomAdoatao Le Nocivopt-

Mo kot avadiota&elg tov yovidiov PDGFRA, PDGFRB,
FGFRI, ev® gdv dgv aviyvebovtal Ol Tapamive ovadl-
atd&elg kabmg kot to yopikd yovioto BCR ABL, av-
TG KOTaTAooovVTaL TAEOV 6TV Katnyopio tng Xpoviag
Hoowopikng Agvyoiog un dAl®g ta&vopodpuevnc.

- Téhog, N Maotokvuttdpwon meplapfdvetatl TAéov
otV katnyopia twv MYN.

"Etot oto «khacika» Ph apvntikd Mvelobnepmiooti-
k& Neomhdopata (Ph- MYN) nepthapfavovrar n AAn-
¢ IoAvkvttapatpio, n Idomadng @poppokvttdpmon
kat 1 [Ipotoradng Muveloivoon. Atydtepo cuyvd Ph-
MYN -avoeepoueva, Kot g «un KAAGIKA 1 TopaAloyég
Ph- MYN»- eivar 11 Xpovia Ovdetepopiiikn Agvyoutia,
1 Xpovio Hoowvoeilikn Agvyaupio un 6AAmg ta&ivopon-
pevn, N Maotokuttdpmon Kot GAAEG VOGOAOYIKEG OVTOTI-
TEC LLE YOPUKTNPLOTIKG LDEAODTEPTAUCTIKMDY VOO UATOV
YOPIg Kamotla 131aitepn KAVIKY, QOIVOTURTIKT 1] LOPLOKT
o@payida (Mvelovmepmiaotikd NeomAdopata, otosivo-
unto) ™# (IMivoxog 1).

Nivakag 1. Ta§ivopnon twv Muehikwv NeomAaciwv
Kat MuehoUnepmAaotikwv Neomhaopatwv (WHO
2008)’.

1. O&eia Mughoyevnc Acuxaipia
2.MughoduomiaoTikd Z0vdpopa
3. MuehoinmepmAaotika NeomAaopata
3.1. Xpovia Muedoyevri¢ Asuyaiuia, BCR-ABL
Ostikn
3.2. AAn6rjc MoAukuttapaipia
3.3. I6iomaBri¢ Opoufokuttdpwon
3.4. MNpwtomabr¢ MueAoivwon
3.5. Xpovia OvdetepopiAiki Aevyaiuia
3.6. Xpovia HwatvopiAikn Aeuxaipia, pun dAAwg
taivopouuevn
3.7. MacTokuttdpwon
3.8. MueAoimeprAaotika NeommAdouara,
araivounta

4. MughoduomAaoTikd/MughoUTIEPTTAACTIKA
Neom\dopata
5. Muehikd kai Aep@ikd Neomhdopata pe Hwotvo@ihia

kal avadlatdéelc twv yovidiwv PDGFRA, PDGFRB
FGFR1

2. KAAZIKA PHILADELPHIA APNHTIKA
MYEAOYMNEPMAAZTIKA NEOMNAAZMATA

2.1. AiayvwoTIKA TPOCEyyion
Ot tpeig KAvikég ovtotteg AAnong Ioivkvuttopaytio
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O. Mapivdkng kat ouv

(AID), Id10mabnc Opoppokvttdpwon (I0) kot [Ipwtoma-
¢ Mvueroivaon (ITMI) popalovral Kowvé yopokTnpl-
OTIKG: TO KOTTOPO TTOL £xel vootel e&aAlayn eivat To
TOAVSVVOLO OPYEYOVO OLLOTIONTIKO KOTTAPO, 1 KUTTOPL-
KN opipavon eivol pueloloyikn 1 6xed0V PLGLOAOYIKY,
eneavilovy aAAAOETIKAAVYT 0TV KAVIKY EIKOVOL KOl
neputooeg ATl kot I® pmopei va katadn&ovv pe vott-
KEG AALOLDGELG OTO LVELD TMV 0OTAOV. XTIG TEPITTMOCELG
AVTEG M TEMKT KOTOANEN pmopel va givar 1 devtepoma-
¢ wehoivoon (peta-rolvkuttapatpukn/peta-0poppo-
KUTTOPOLUIKY LoEAOTVOOT)).

H avebpeon pog and t1¢ petaAld&elc mov mpoova-
eépOnkav motomotel v Vvmapén Khovikod MYN kot
amoKAgiel TNV avtidpaotikn epvBpokvttdpmon, Hpop-
Bokvttdpmon N poeroivoon. Ouwg n mapovcio Tovg dev
Swoywpilel Tov vrotTvmo MYN- extdg iomg amd TIg e-
TaAldEels oto e&mvio 12 tov JAK2, mov dev €xouvv avo-
oepbet g Ao MYN mAnv g AIT xoit t1¢ petoAraéelg
tov MPL, mov dev &xovv avevpebel og acbevei pe All

Y ac0eveic pe avénuévn ayooeatpivn n avadelEn me
petdAraéng JAK2V617F emrpénet ) didyvoon g All
o€ TEPLOGOTEPES Ao 95% TV TEPMTOGEWV, EVD € 2%
nepinov TV acbevav e All avevpickovraol HeTOAAGEELS
o710 e&mvio 12 tov JAK?2. T ) didyveon g 1O amot-
teitan op1Bpog aponetadiov >450x10°/L, anoklelopog
™G avTidpaoTikng Opoppokvttdpwong kat GAiov MYN,
7oL mapovcidlovtat pe OpopfokvTTdpmon kot Kupimg g
XMA, 6mov o anokielopog g pe teyvikég PCR 1 FISH
glva vmoypewtds. Octikdra Yo JAK2V617F 4 MPL
petdAraén kodvmtet povo to 60-70% tov TEPITTOCE®V
10 kot emopévmg M eXTiEN O™ TG 06TEORVEMKNS Broyiog
glvat avaykaio yio tov kafopiopd g ddyvaong. v
IIMI ertiong 1 wotoAoyikn e€étaomn mailel onpovtikd poro
KaOdG avevpiokeTol EKTETAUEVT EVOTODEGT KOALOYOVOL
KoL pETIKOVAIVIG, Ypig PePaing avti 1 evandbeon and
oV TG va givat SlayVOGTIKT, POV GE LIKPT GYETIKA
éxtaon pmopei vo avevpedet kot og AIT ko I@. Kot oty
nepintwon g [IMI npénet va amoxieictar n XMA, evd
N avedpeon petorhaEewv, dnwg e JAK2V61T7F 1 g
MPL omorAeiel TNV avTIdpOCTIKY HOELOTVOGN.

Ta dayvootikd kpithpa mapatifevtol oo [ivaka 2.

2.2. [lpoyvwaoTiKoi mapdyovTtes
atnv AAn6n MoAvkuttapaiuia
Kat I61omaBn Gpoufokuttapaiuia

2.2.1. OpoupwTtikd emelc6dia

Emnedn o epappolodpeveg epaneiec ota KAAGIKA
Ph- MYN anopAémovv oty eAATT®OGT TOV KIVODVOD Yo,
Opoppoon kot aoppayia, téco otnv All, 660 koL otV
10, n kotdtaén o opadeg KvdHvov G€ 0T TO VOOT|LL0L-
Ta &yl oyedlaotel pe Pdon v mbavotnta Tov £Youvv ot

acBeveic avtoi va gpeoavicovy Bpopupwtiko enelcddio.

‘Etotl, og mapdyovteg kivdhvou avayvopilovrol on-
pepa n nlikia >60 1@V Kot TO 1GTOPIKO TPONYOVUEVHS
Opoupwan®'®.

Q¢ acBeveig yopunAov Kivdvvov yapaxtmpilovtot av-
Toi, IOV OgV S10BETOVY KOVEVOY ald TOVG TOPUTAVED TTo-
payovtec, evd avtifeta avtoi, mov Eyovv £0T® Kot Evav
mapdyovta Kivduvov, yapaktnpilovtal og aodeveic vym-
A0V KivdHvov kat Oo Tpémet vo Aapfdvovy KuTTaposTa-
TIKH ayoyn’.

1t perétn ECLAP deiybnke 611 omd tovg acOeveig pe
ATl 1660 avtoi nAikiag >65 etdv, 6G0 Kot 0VTOol LLE 16TO-
pKo6 mpomnyovpevng Bpopfwong mapovsialav peyaAvtepo
KIVOLVO EUPAVIONG KOPILOYYELOKDY ETUTAOK®DV KO JLOAL-
610 0V TOL TOL £ly0V KO TOVG dVO TAPAYOVTES ELEAVILAY
oA peyolvtepo!!. Avadoyo gupnpoto o oygon pe T
peydAn nikio kot pe 16topikd mponyovuevns Opoupm-
omng mapatnpnOnkav kot o acbeveic pe 102,

Y7rapyet eMmAL0V KOl L0l EVOLAPEST) OLLAOML, TOL OO~
teleitan oo acbeveig yanAod KivdHvoL, Tov £X0VV OUMG
EMPOPLVTIKOVG KOPILYYELOKOVG TapdyovTes (LIépTaom,
caKyap®dn S, kanvicuo, vaeplmdatio). Avtol
ot acBeveig Ba mpémel va Aapfdavovy aymyn évavtt Tov
KOPOLOYYELOK®V EMPAPVVTIKAOV TOPAYOVTOV, EVD dEV GL-
OTAVETOL KLTTOPOOTATIKY aywyn’™'3.

Yoppwva pe to Bpetavikd Medical Research Council
(MRC)-PT1 ta kprmpia yio Tovg acbeveig evoldpecov
KwdHvov yio. IO mepthappdavouvy nhikieg 40-60 £t yopig
TPONYOULEVO EMEGO10 BpOUPmONG, Kot amovcio vép-
TOoNG, oakyap®ddn P kot AMIT <1.500x10%L. ITa-
POLGIK TV TPUDV TEAEVTAIOV TAPAYOVTOV GE VEOTEPOVG
acBeveig <60 £t ywpig Tponyoduevo enelcddo Bpopupo-
oNg M opoppayiog UTopel va ToVG KOTOTAEEL GE KATNYO-
pio vYNAOY KIVdVVOUL, evd LOVO ot aoBeveic nAwiog <40
£t yopig 0 TOpunave TpoAnpato yopoktnpiloviol og
YOUNAOD Kivdvvou',

Kart’ e&aipeon), acbeveig yoapuniod 1 evolopéoon Kivov-
VOL pIopovv va Adfovy KuttapocTtatikn Oepaneia, dtov
VIAPYEL: OL) LT AVOYT| OTIS APOLUAEELS, B) TPOOSEVTIKT O)-
&nom TV LeVKAV, Y) TPOOSEVTIKT) CUUTTOUATIKY|] GTAT-
voueyoio, &) un eleyyoueva cofapd GUUTTMOUOTO THG
voGov kat €) avénon Tev aporetoriov >1.500x10°/L°.

O ap1Buog twv oupometalicnw dev €el GLUTEPIANQOET
KOUN GTOVG TOPAYOVTES KIVOUVOL KOOMDG dev £)EL amodel-
¥0<l cuoyétion peta&d Tov aptBpov Tovg Kot TG ELPEVL-
ong OpoUPOTIKOVY 1 ALLOPPAYIKDY EMELGOSIMY, AAAY EivaL
yeyovog ot Opopfokvttapwon pe AMIT >1.500x10°/L
oyetileton pe emiktntn vooco von Willebrand woi aprop-
poyikn d1éOeom ',

‘Ocov apopd Tov ap1fuo twv epplpadv aipoopaipicwv,
am6 ™ perétn ECLAP dev anodeiyOnke kdmolo cuoyéti-
on HETAEL LYMAOL aipatokpitn £wg S0% kot avénuévov
Kvduvov ya Opopfwon'®.

Avtikpovopeva, gival To OTOTEAEGLOTO LEAETMV TOV
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Mivakag 2. AlayvwoTikd Kpitrpla katd WHO 2008 yia ta kKAactkd Ph- MueloimepmAaotika NeomAdopatad.

Kptriipla AAn6rg 1810mabr¢ Mpwtomabn¢
MoAuvkvutrapauia (All) Opoupokuvrrapaiuia (10) Muegloivwon (MMI)
MeiCova 1. Hb >18,5g/dl (avdpec) kat 1. AlpometaMia >450x10°%/L 1. Auénuévoc aplBuog
>16,5g/dl (yuvaikeg) 2. MUENOG e auénuévo aplOpd  PEYAKAPUOKUTTAPWY UE
n Hb  Hct> 99" ekatootiaia MEYOKAPUOKUTTAPWYV XWPIG atumia, o€ cuvduacud
B¢on Twv opiwv avagopdc onuavtikn avénon tng ME ivwon amé auénuévn
yla TNV NAIKig, TO GUAO 1 TO KOKKIWO0UG 1 TNG EpUBPAC evanéOeon peTIKOUAIVNG
upouetpo Safiwong oelpdc r/kat koAhaydvou
n 3. Aev mMAnpouvTal Ta KPITHPa N
Hb >17g/dl (dvopec) yia A, MMI, XMA, MAZ, - o€ amouaia ivwong-
kat >15g/dl (yuvaikeg), 1| GANO HUEAIKO VEOTTAAOUA 0 auénuévog apBuode
av ouvééetal pe otabepn 4. MNapovacia TG peTANNa&NG MEYAKAPUOKUTTAPWYV TIPETIEL
avénon =2g/dl amo JAK2V617F rj d\\ou va cuvodeleTal amod avénuévn
Baoikn Tiur Tou acBevoug KAWVIKOU SeikTn N KuttapoPpibela, pe avénon
Kat n avénon 6ev oxetileTal ATTOKAEIOUOC AVTISPAOTIKAG NG KOKKIWSOUC OELPAC Kal
ue 516p0waon o1dNPOTTEVIKIAG Opoppokuttdpwong OUXVA UEiwon TG epuBPAg
avalpiog OEIPAC (MPOIVWTIKA KUTTAPLKA
| @don TnG vooou)
Auvénpévn pada epubpwv 2. Aev TAnpoULVTaL TA KPITHPLA
>25% NG HEONC GUOLOAOYIKA ywa All, XMA, MAZ, i @\\o
TPOBAEMOUEVNG TIUNG MUENIKS veOTAaoUa
2. Mapovacia Tng peTAANa&Ng 3. Mapouacia tng JAK2V617F 1y
JAK2V617F 1| GANoU KAWVIKOU AM\ou KAwVIKOU SeikTn
Seiktn Il ATTOKAEIOUOC AVTIOPACTIKNAG
ivwong
EAdocova 1.Muehdg pe umepmiacia Twv 1. AeukogpuBpoBAaoTikn
TPLWV KUTTAPLKWVY CEIPWV avtibpaon
2 EAattwpéva emineda EPO 2. Avénpévn LDH
oToV 0pO 3. Avaluia

3.Avamntuén evboyeviv
amoIKIwV EpuBpofAacTwV

AwayvwoTtikoi 2 peiCova + 1 éhaccov
ouvduacpoi 1)
To MPWTo Heifov + 2 ENdcoova

Amnapaitnta kai Ta 4

4. YnlaenTri omAnvopeyahia

Kat ta 3 peifova + 2 eNdcoova

npoonafoly va anodeiovv cuoyétion neta&d levkokot-
apwons kal Opoppocewv oe acbeveic ue MYN:

¥t perétn ECLAP dwomiotddnke 611 ot oioBeveic pe
AT ko op1Bpuo6 Aevkdv >15x10°/L napovoioloy onuovtt-
K6 ovENPEVO Kivouvo 0EE0G ELPPAYLLOTOS TOV HLOKAPITOL
OSLYKPLTIKG pe awTtodg pe apBud Aevkdv <10x10°%/L1617,
O1 Wolanskyj kot cuv o€ pio ogipd 332 acBevav pe 10
napatipnoav 0Tt apldpog Aevkdv >15x10%/L oyetilotov
pe peyaAdtepo Kivovvo Opoufmtikod enElG0dion 6TOVG
aoBeveic avtohc og GUYKPIOT LE GANOVG LE YAUNAOTEPO
apBud’. Avaloya fTay To amoTEAECUOTO OO L0 GEPQ
439 acbevdv pe 10 amd tovg Carobbio katl cuv'. Xe G-
An perétn og 605 aoBeveic pe IO Kot AevkokVLTTAPOOT
dev emPePorndnke n mapandve cvoyEtion, Tavmg Adyw
g epappolopevng Bepaneiag®. AMAEG avapopig emiPe-

Baimoav 6Tt povo N nikio >60 £t kot Tponynbév Bpop-
BoTikd enel6010 0moTELOVV aveEAPTNTOVE TOPAYOVTEG
KvoHvov yia Opopumon Kot 6L 1 ToPOVGio AEVKOKVTTA-
pwong?l. Xe GAAn perétn oe 407 acBeveic pe AIl ko 1@
avaeépinie 0TL N TAPOVGIN AEVKOKVTTAPMOONG 6T1| d1di-
yvoon pe Tuéc AMIT <1.000x10°%/L dev mpoovayyéhAet
aptplokn 1 eAePikn Opopupwon. AvtiBeta n peydin nit-
kio oyetilotay pe aptnplokn Opdupoon o acbeveic pe
AIT kot n oynAn Ty apoc@aipivng pe erePukég Opopt-
Booeig og acbeveic ue 1072,

"Eyel peretnfel ko n mpodyvoon e Tapovoios e
uetalraéng JAK2VO1TF oty All kou 1O:

To yeyovdg o611 acBeveig pe 10 Beticoi ot petdiio-
&n eppavifovtar pe VYNAGTEPEG TULES AUOGPOLPIVIG Kol
AEVKAV, e PLIKPOTEPO aPLOUO OIUOTTETOAIDV KO LLE VTTEP-
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KUTTOPIKO HVEAD LE £VTOVT alpomtoinem, €xel odnNynoel
Kdmolovg epevvnTég oty VITdBeo 6TL AVTOL Ot ALGBEVEig
pe 1@ Bo pmopovsav vo TAGKOLY omd KATOLo KUTVTN
popen ATIZ. Ot Vannucchi kot ouv mopozipnoov ot ot
opoluymteg JAK2V61TF acbeveic pue ATl kot IO ntav pe-
yoldtepng nhikiog, Tapovoiolay VYNAITEPEG TILEG OlLpLO-
TOKPITN KoL AEVKAV KOt GNUOVTIKOTEPT GTTANVOUEYOAia.
o€ oyéon pe tovg etepoluymres. Edikotepa ot acbeveig
ue ATT gpeavifay To ouyva Kvnopo.

"Exet avaoepbei emiong 011 aobeveig pe IO Beticoi ot
petorraén JAK2V617F napovoialovy avénpuévo moco-
610 eAePK®V Opopfmcemv o oyéon e Tovg acbeveic e
apetdAdakto to yovidro. H tedevtaio mapoatipnon emnt-
BePoidOnke o€ apketég avapopsc? 26272 aAld v pEav
Kot GALEG, TOV deV SMIGTOGAV GLOYETION UETOED TNG
nmapovoiog e JAK2VO1TF petdiiaéng kat Tov Kivdv-
vov yia Opopfetid enelood10?32830,

Extog and v mapovoia | Oyt TG HeT@AAAENG
JAK2V617F éxel peletnBel kat o pohog Tov @optiov
™mg, 6cov agopd v mpdyveon g All ko [O:

Merét g GIMEMA peta&d 323 acBevav pe All
(67,8% e1epoluyot, 32,2% opdluyor) ko 639 acBevov pe
10 (40,2% apetddiaktot, 57,6% etepoluydrec, 2,2% opo-
Quydteg) dev avédeiEe onuavTiKT S10Qopa 6T cUYVOTTA
KoL 6T0 TOTO TOV Bpopfmdceny peta&d etepolvymTdV Kot
opoluyotmv ot Al evd ot opoluydteg pe 10 gupdvi-
Cov vymAoTEPO TOc00TO BpopPdoewy og oYEoN Le ATovg
TOL NTOV APVNTIKOTL 6T UETAAAAEN. Ze GAAN TPOOTTIKY
perétn oe 173 acbeveig pe ATl mov petpnonke to oAANAL-
k6 eoptio JAK2V617F ot didyvoon, domotdnke ot
ot acBeveic Le VYNAAQ T0G0GTA AAANAIOV GTO KOKKIOKVT-
tapa Topovosiocay Kotd 3,5 eopég peyordtepo kivouvo
Opoufidcemv oe oyéon e owTodS pe YUUNAOTEPO POPTio
aAAnAiov’!. Avtibeta ot Tefferi kan ovv peiétnoay o pop-
ti0 JAK2V617F o10 poekd tov ootdv og 77 acbeveig pe
Al o¢ d16popeg oTLypéG LETA TN S1AYVOOT Kot SLOTIGT®-
oo OTL To EOPTio TNG HETAAAAENG dev oyeTILOTAV LIE ON-
LOVTIKG Kapdloyyelakd cupBavtal’. Aviikpovdueveg sivar
KOLL Ol AVOPOPES Y10, CLUCYETIOT| LETAED (POPTIOV TOV GAAT-
Aov ko Opopupmoewv og acbeveic pe 10%3032,

Amopével epdtnpo 610 péEALOV, €4V Kot katd TG0
Kol GAAOL TOPAYOVTESG, OTIMG T.X. 1| AEVKOKVTTAP®ON, N
mapovoia ¢ petdAroéng JAK2V61TF, k.4. umopel va
amoterécovv o All kot I® éva véo mpdobeto aveEaptn-
70 TOpAyovta Kivdvvov yio Opopfotikd enelcod10.

2.2.2. Neuxaiuikny ektporn - EEEAIEN o€
Sdeuteponadn uvedoivwon- EmBiwon

H dtdpeon emPioon oty AIl ko oty IO vrepPaivet
) 15¢etio kot o kivévvog va avamtuyBet ot 10gtion po-
ehotvaoon (<4% kot 10% avtictoyya) 1| Aevyopia (<2%
Kot 6% avtictoya) givor oxetTikd pkpoc®.

2t perétn ECLAP, 22 ond ocvvoro 1638 acBevav

pe ATl mapovciocay ektpom og ofeia Agvyapio/Mve-
Aodvomhaotikd cuvopopa (OA/MAY) petd amd 8,4 £
amo ™ odyveon. H peydin nhikio ftay n onpoviikote-
pn ave&aptntn petafAnTi Tov oxeTloTa pE TOV Kivouvo
gktpomng g AIl tpoc OA/MAX*. Eniong eivon yvootd
OTL TOL KUTTOPOOTOTIKG OOTEAODYV TEKUNPLOUEVOVGS TT0L-
payovteg kivohvov yio Ty ektpont Tg All o OA/MAX.
Kot eved 0 oyetikds kivouvog eKTponig TV aclevav e
ATl petd and Oepomeio pe vdpo&vovpia NTOV UIKPOG,
avtdc TV 060evdv mov eAdupavay BovcovApavn, wi-
moPpopdvn 1 padievepyd emcPdpo (LOva 1| 6€ cLVSVA-
oud) Nty TOAD LEYOADTEPOG GE GYEON LE TOVG acbeveig
pe ATIl, mwov vroPdAlovtav ce apoudéelg | eErdppfavay
wiepeepdvN. Te GAAN pedétn oe 459 acbeveic pe ATl
delybnke 611 extdg amd v nikia (>60 £tn) Kot 1 Aev-
KokvtTapwon (>15x10°L) xon 1 aptnpraxn Opoupfwon
oTN S1yvmGN amoTEAOVV aveEAPTITOVG TPOYVOCTIKODG
TOPAYOVTEG Y10, pElmpévn emPioon og AIT,

Téhog 1 Aevkokvttdpoon (>15x10%L) otn ddyvo-
on g AIl OewpnOnke eniong mapdyovrag KvddvoL yia
v eEEMEN 0€ UETO-TONVKVTTOPOIUIKT LVEAOTVOONS.

Ot Gangat kot ovv (2007) petd omd mopokorovdnon
605 acBevav pe 10 yio 84 uveg dlomicTmoo AV oK
extponn 6€ 10c0oto 3,3%. Aglynke 6TL 1 avoio omo-
tehel ave&hpTo mapdyovra Kivddvov TOGO Yo TN UEL-
ouévn emPioor, 660 Kol o T AEVYOUIKT EKTPOTH™.
SOUTANPOUATIKG, GAAOL TOPAYOVTES LLE CUAVTIKO POAO
oV emPicoon frav n peyddn niio (>60 €t), n Aev-
Kokvttdpwon (>15x10°%L), 10 KATVIGUE, O COKYAPDING
dtoPrTng Kot 16TopIKd Tponyovpevns Bpdupwong. Ta
TN Aguyopukn ektponn o€ 1@ evoyomoOnke emmAdov
ko 1 Opoppoxvttapmon (AMIT>1000x10%/L), adlhd oyt
1N KvtTOpocTatikn aywyr. Exiong dev deiybnke étin ma-
povaia ¢ petdAraing JAK2V617F ennpedlet t Aev-
Yoy ektpomn 1 v emPioon®.

e avaroyn perétn 605 acOevav pe 10 ol Passamonti
kot ovv (2008) dwamictwooy eEEMEN og poeloivoon o€
1060010 2,8% (kivduvog 3,9% ot 10etia) kat yio v
e&EMEN vt delyBnke va oyetiCetar n avorpio. Agvyanpio
dwmotodnke oe 14 aoBeveic (2,3%) o€ didpeco ypdvo
11 étn petd ™ ddyvoon (kivovvog 2,6% ot 10etior). H
peydAn nhio (>60 étn) ot didyvoon eupdvile onuo-
VTIKT GUGYETION UE TNV EULPAVIOT TG Aevyaitiog kot Oyt
n nponyndeica kvtrapootatiky aywyn. [Hapatnpndnke
duapeon emPioon 22,3 £, evd mapdyovteg OTmg M NAL-
Kio >60 £t 6N S1YV®GT KOl TO 16TOPIKO TPONYOVEVNG
OpouPmong BewpnOnkay aveEdptnTol TopayovTES KIvdD-
vou v, trv emBioon?.

2.3. [lpoyvwoTikoi mapdyovTteg
otnv lNpwtomadn Mueioivwon

Avrtifeta amo v AIl kot v 10, 6mov ot Begpanevti-
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KEG OTPATNYIKES AmOPAETOVY KUPIMG GTNV EAATTMGT) TOV
Kwvdvvov Yo Opoppatikd enelcodio, otny IIMI 1 Ogpa-
Telo, ATOGKOMEL GTNV TOPATOCT TOV TPOGOOKILOL EMPIm-
oG Kat Qv gival SuvoTdv 6NV 0o HETE O GALOYEVT|
HETAUOCYEVGN APYEYOVMV OLUOTOMTIKMV KLTTApmV. Edv
owtol 01 300 6TOYO1 dev glvar epikTol, ToTE 1) Bepameia gi-
VO oG TOPTYOPNTIKY KOl 0TOPAETEL GTNY AVOKODQL-
o1 TOV 060EVAOVY 0T TO GLUTTAOUATO, TNG VOGOL KOl GTN|
Beltiwon tng mordtnrog (o1 Toue’. I'a Tovg mapamdvm
AOYOLG TO TPOYVMOTIKG cvothpata Yo Ty TIMI éyovv
OYEOACTEL [IE OTOYO TOV TPOGIOPIGUO TNG eMPimong
kat oyl v whavoétra Opoppoticod enelcodiov katd
™V mopeia TG vOGov.

ATd 16TOPIKNG ATOYNG, ELPNIOTO GTO TEPLPEPIKO
aipa kotd ™ dtdyvoon, énwg avayio (Hb <10g/dl) ko
Aevkomnevia (WBC <4x10°L) 1 Aevkokvttépwon (WBC
>30x10%L), fitow 01 0 OTUAVTIKEG LETABANTEG avapopl-
K@ pe mv mpoyveon. o to Adyo awtd kot ot petaPfAntég
VTG AMOTELECAV TA KPLTHPLO. TOL TPOYVAOOTIKOD G-
otipozog g Lille (Dupriez score, 1996)%7 (ITivakog 3).

To 2009 1 Awebvig Opado Epyasiag yio tnv Epgova
ka1 @epomeia tng Mvehoivoong (International Working
Group for Myelofibrosis Research and Treatment— IWG-
MRT) avélvoe ovadpopikd teplocdTePES and (iAeg TeEPL-
ntwoelg [IMI katd ™ dibyvaon kot ovéntuée éva Atebvég
[Mpoyveotikdé Xvotua (International Prognostic Scor-
ing System — IPSS), to omoio mepierdppave 5 mapdyo-
VTEG e aveEAPTITI OPVNTIKT TPOYVOGTIKY 0l NAkio
>65 gtov, avopio (Hb<10g/dl ), cvotnuotikd copntd-
poto, Asvkokvttdpwon (WBC >25x10°L) ko tapovoio
Brootdv (>1%) oto mepipepikod aipo’s. Babuoloybvrog
v mopovacio 0 (xopunAov kivddvov), 1 (evolapécov Kiv-
dvvov-1), 2 (evdlopécov Kivobvov-2) 1 TEPLEGOTEPMY
TapayovT®mv (VYNAOD Kvdvvov) avadeiydnkoy 4 opdadeg
KWOOVOL e CNUAVTIKEG dlopopég ot Oldpeon eniPio-
on ue 135,95, 48, ka1 27 uiveg avtiotoya® (Iivoxag 3).

Akolo00wg Eywvay Tpoomddeleg, dote va gival duvo-
16 vo epappootei to IPSS o€ 6An ) didpkeia TG voGov,
OAAG KO 08 GAAEG NMAIKIEG, e ATTOTEAEGLO, O EPEVVITEG
va kataAn&ovv o€ éva «duvapuko» IPSS (dynamic IPSS—
DIPSS)*, cOppmvo pe to 0moio 1 euPavion orolovdn-
TOTE OO TOVG TAPUTAV® 5 TOPBEYOVTES KOTA TNV Topeia
NG VOGOV amOTEAEL YEYOVOG EMPOPUVTIKG TNG TPOYVAOGNC.
Amd Tov¢ 5 awtovg Tapdyovteg, 1 avarpio (Hb <10g/dl)
glye ™ peyaivtepn apvntikny tpoyveortiky a&ia. H a&io-
AOyNon mpoéPrene 2 Pabpovg yio tny avoruio kat 1 fad-
ué yo Tig vrorowteg petapfintés. ‘Etot dopopemdnkay
4 opdideg Kvdbvou: yapuniov kvdvvou (0 Babpoi), evor-
apecov-1 (1 i 2 Babuoi), evorduecov-2 (3 1 4 Pabuoi)
Kot vyYNAov kvdbvov (5 M 6 Babuoi). H didpeon enifio-
o1 OTIG TOPATAV® OUASES OVTIGTOLYODV GE OTPOGILOPL-
GTO0 ¥POVO Yo TNV TPAOTH opdda ko 14,2, 4 ko 1,5 étn
OTIG VITOAOLTEG,.

To 2011 to DIPSS e&ghiybnke axdun neplocdtepo Ko~
Od¢ TpooTédnkay oe avtd axoun 3 tapdyovreg (KopvoOTL-
7o¢, aplBudg apometaiimv Kot e&aptnon amd petayyioelg
£pLOPMV), TOL OTOdETYTNKAY AVEEAPTITOL TTPOYVOOTIKOL
TapayovTe LELOEVNG EMPBIOOTG, KoL LETOVOLLAOTNKE GE
DIPSS Plus®. X¢ awt6 0 kapvdtunog Bewpeitan duopevig,
€av TePEXEL 1-2 KVTTOPOYEVETIKES OTVTTIES LLE OTTO10ONTTO-
te and ¢ fAaPec +8, -7/7q-, 1(17q), -5/5q-, 12p-, inv(3),
11923 kaBd¢ kat 0 ohvOeTOg KapvITLIOG (>3 KVTTOPOYE-
vetkég arvmieg). H didpeon emBioon otig 4 mopondve
opadeg avtiotoryel oe 185 pufveg otnv opado YoUNA0D
Kwvovvov kot 78, 35 kar 16 uiveg otig opnddeg evotdpe-
oc0ov-1, evdldpeocov-2 kot vYNAODH Kvduvou.

Alheg vedtepeg Tpoombeieg Tpdyvaong g eEEMENG
og [IMI otmpiyOnkay cg evpnpata omd ToV KaPLOTVTO:
SwakpiOnkav 4 opddeg kvdbvov pe Pdon tov KapvdtL-
70: €VVOTKOG KapvoTLTOG (19, 20q-, 13q), PLGLOAOYIKAG,
dvopevng (odvhetog KapvoTLTOG, +8) Kol KAPVOTLTTOG
pe dAleg avopahriec. (International Prognostic Scoring
system-independent cytogenetic risk categorization) *'.

Onwg paiveTol 610 TopaTdvm TPOYVOSTIKA CUGTILLO-
ta dev éxel Béon N mopovaia g JAK2V617F petdrha-
&ng kabmg n mapovasio g dev oyetileton pe v eniPioon
v aoBevav. H éAdewyn tpoyvootikig a&iag e mopa-
Tave petdhiaéng avadeiybnke o 2 peréteg, TOL KoTE-
de1&av petwpévn ovvorkn emBioon og acOeveig pe [IMI
pe ehattopévo poptio JAK2 V617F og oyéon pe aobe-
velc pe avénuévo @optio Tov petodlayuévou yovidion?4,

IIpdoeata peretnOnke kol o poiog Tov wapayovro,
TNFo otnv mobopuoioloyia twv Ph- MYN*, Ot gpgv-
vntég €doei&av 6t o TNFa, évag koateloynv apvntikodg
PLOUIOTIKOG TTOPAYOVTOG TG OLLOTTOINGNG, amoTEAEL Ke-
VIPIKO HEGOAOPNTH TG KA®VIKNG ovamTuéng tov MYN.
SUYKEKPLUEVQ, 1 EKQPACT] TOV HETAALOYILEVOD YOVISIOV
JAK2V617F odnyel og ovénuéva eninedo TNFa, kotootéd-
AOVTOG £T61 T QUGLOAOYIKN OLLOTOINGT, VA TapadoEmg
napotnpnOnke Proroykn avtictoon tov JAK2V617F-
OeTIKOVY TPOYOVIKOVY KVTTAPWVY 0T dpdon Tov TNFa kat
QLENEVT TKOVOTNTA TOAAUTAAGLOGLOD TMV TILO DPLLOY
VEOTAUGLLOTIK®OV KUTTAP®V HOEMKNG GELPAG VIO TNV ETi-
dpacn tov TNFa. A&loonpeionTto gival o yeyovog 6Tt av-
Enuéveg ovykevipmoelg TNFa mapoatmpnidnkay kot oto
mAdopa acbevav pe MYN JAK2V617F-apynrid, yeyo-
VoG oL 00N yel TNV VILOBEST OTL G€ CLTOVE TOVG 0IGOEVETG
VILAPYOVVY YEVETIKEG PAGPEC, TOL 081 YOHV GE EvEPYOTOiN-
on ™ 0600 JAK-STAT «at veprapaymyn TNFa. I'vo-
pilovtog 1o 611 0 TNFa katéyet onpovtikd poro otnyv
€KAo TPOPAEYLOVOIDY KOTTAPOKIVAOVY KoL GTNV EUPAVI-
O1 CLGTNUATIKAOV GCUUTTOUATOV, THAVOG O TOPEYOVTOG
OVTOG VO, OTTOTEAEGEL 0L OKOLN TPOYVMGTIKT] LETOPANTY
Kot va oupPBaAAEL e Tov TpdTo 0w Td otV 0pHdTEPN 1o~
OTPOUATOOT TOV 060EVOY 6€ OUAdES KIVOHVOD.
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Mivakag 3. [poyvwoTIKA CLUGTAHHATA Yia TV TPpwTonmadn pveloivwaon (MMI)

Napayovteg Lille (1996)3 IPSS (2009) 38 DIPSS (2011)* DIPSS Plus
Kivéuvou (MK) (otn didyvwon  (otn Sidyvwon  (1oxVel o€ OAn T Sidpkela (2011)%

g NMmi) g NMi) g Nmi)
Avaipia X X X X
(Hb<10g/dl)
ApBuog Aeukwv X X X X

(<41 >30x10%L) (>25x10%L)
BAdotec oto X X X
TIEPIPEPIKO aipa
2UOTNUATIKA X X X
ouuntwpata*
HAwia >65 etwv X Kat yia nAikieg <65 €tn X
Auopuevig X
KapuoTtumoc#
ApometdAia X
<100 x10°/L
E€aptnon amd X
UETaYYIoEIG
gpuBbpwv
Opada Xwpic MK Xwpic MK Neukd >25x10°%/L 0 BaBuoi
XapnAou Méon emPBiwon  Méon emPBiwon  IXETIKOG Kivouvog:1,7 Méon emBiwon
Kivéuvou 93m 135m 185m
Opada 1MNK Hb <10g/dl 1 BaBuodg
Evéiapécou Méon emBiwon  IxeTIKOG Kivouvog:3,7 Méon emBiwon
Kiv§0vou-1 11K 95m 78m

Méon emBiwon
Opada 26m 2 MK BA&oTEC OTO TEPIPEPLKO Aipa=1% 2-3 Babpoi
Evéiapécou Méon emBiwon  XxeTIKOG Kivbuvog:2,59 Méon emBiwon
Kivduvou- 2 48m 35m
Opada 2 MK >3 K JUOTNUATIKA CUUMTWHATA 4-6 BaBpoi
YynAou Méon emPBiwon  Méon emPBiwon  IXETIKOG Méon emBiwon
Kwvéiuvou 13m 27m kivbuvog: 3,04 16m

* anwAela Bapouc >10%, VUKTEPIVOI I6PWTEC, TTUPETOC,

# 1-2 KUTTAPOYEVETIKEG aTuTiieC pe omoladrimoTe amd Tig akdhoubeg BAABeC: +8, -7/77-, i(17q), -5/50-, 12p-, inv(3), 11923, ) cOVOETOC

KapUOTUTIOG (>3 KUTTOPOYEVETIKES ATUTTIES),
m: PRVeg

3. MH KAAZIKA PHILADELPHIA-
APNHTIKA MYEAOYTMEPMAAZTIKA
NEOIMAAZMATA

3.1. Xpovia OudetepopiAiki Asuyaiuia

Eivat omdvio voonpa, kabog povo mept tig 150 mept-
TTOGELS EYOVV TEPLYPOAPEL GUVOMKA. ATAVTATOL GLVHOMG
o€ NAUKIOUEVA dTopa Kot YopoKTnpileTotl amd AEVKOKVT-
tapwon (Aevkd >25x10%/L pe mepiocdtepa amd 80% ov-

detepOPIAN KOt paOOTOPNVAL), NTOTOCTAT\ VOLEYOATDL KoL
arovasio Tov yuatpkod yovidiov BCR ABL. O poghdc tov
00TMV gpeavilel vrepmAacio OV TG KOKKIDS0VS GEPAS
¥®pig tvaon 1 dvomhaotikég oAhoidoels. ot didyve-
o1 TG VOGOV, OTOUTEITAL OTOKAEITIOG TNG AVTIOPOGTIKNG
AgvkokvTTdp®ong, e mapovoiog BCR ABL kot avadio-
t6&ev tav Yovidiov PDGFRA, PDGFRB ko1 FGFRI.
AOY® TG 6TAVIOTNTOG TNG VOGOV, OeV £YEL KATAGTEL
duvoTn 1 avayvdPLeT TPOYVOGTIKOV mapayoviwv. H ent-
Biwon tev acBevdv Toukiddel amd 6 Pveg EmG KoL TEPLo-
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661epo amd 20 £11. MOvo 1 EUEAVIOoT HUEAOOVCTANGTIKOY
YOPOUKTNPIOTIKDV KATO TNV TOPEiQ TG VOGOU GTLOTOd0-
tel mBava v eEEMEN g oe OMA®.

3.2. Xpoévia HwatvopiAiki Aguxaipia un
dAAwc¢ taivououuevn

Amotekel éva MYN, 610 ontoio avevpickeTau avto-
VOHOG, KAOVIKOG TOALOTAUCIACUOS NOGIVOPIA®Y GTO
HVELD, GTO TEPLPEPTKO QLI[L0L KOLL GTOVG 1GTOVG, LLE KVPLO YOl
POKTNPLOTIKO TNV NOCVOQIALIO, 6TO TEPLPEPLKO aipLal (1-
owoea >1,5x10%L). Ta ) didyveoon tng vocou gival
amopaitn N amddeln g KAOVIKOTNTAG TOV NOCLVO-
oidov (kutTopoyevetikog kKAdvog  HUMARA X-linked
avAAVG TOADLOPPIGUOV), 1| amovcio, BCR ABL ko1 avo-
dwtaéemv tov yovidiov PDGFRA, PDGFRB ka1 FGFRI,
n amovcia inv(16)(p13.1922) N t(16;16)(p13.1;q22) ko
apOpog Practdv >5% cto poekd 1 >2% 610 TEPLPEPLKO
aipa. Eav dev eivar duvot 1 katddei&n g kKAoVIKOTn-
Tag, TibeTol 1 dudryvoon tov 18tonafovg vIEPNOoIvoQL-
Ao cuvdpoov N TG 1310TaB0VG VITEPNOGIVOPIAING.

Q¢ dvuopeveig TPOYVOGTIKOL TaPAyOVTEG EXOVV OVaL-
YVOPLOTEL N TAPOLGIK EKCECTLAGUEVTG CTAVOLEYOALOG,
N Topovcic PAACTAOV 6TO TEPLPEPIKO aijLa, 0 ALENUEVOG
apBpog (aArd <20%) BLooTd®V 6TO HLELO, Ol KVTTOPO-
YEVETIKEG OTUTIEG KOl Ol SUCTAAGTIKEG OALOUDGELG OTIG
VIOAOUTEG GELPES TOL PVELODS.

3.3. Maotokuttdpwon

H paoctokvttdpmon aroteiet opddo voonpdtmy, Tov
yapaktnpilovtol amd EKTETALEVT) GUGCOPEVO LOGTOKVT-
TPV o€ Evav 1 TEPLOGATEPOLG 16TOVG. AlakpiveTal og 2
Heydleg Katnyopleg: Tn SEPLLOTIKT KO T GUOTILLOTIKT.
[pdketton yio omdvia vOGo Le dyvmotn emintoor. Xta
moudid, 70 80% tov nepumtdcemv eppavileTol 6To Tph-
0 £10¢ ™G LONG Kot cLVIBWOS TPOKELTAL Y10l OEPLLATIKES
HOPPES TNG VOGOV, OV PEATIOVOVTAL 1] VITOXM®POVV TAT-
pwg otnv epnPeio. AvtiBeta, ot EVIAMKES L LOGTOKVTTA-
pmon £xovv cuVIHIMG TN GLCTNUATIKY LOPPT TNG VOGOL.
rov [Tivaka 4 Teprypdpovot T KpLTipla S1dyvoong g
GLOTNHOTIKNAG LOCTOKVTTAPMGNG.

Avcpevelg mpoyvootikol Topdyovteg ivatl n Kobv-
GTEPNULEVT ELPAVIOT TOV CUUTTOUATOV, 1 0TOLGio dep-
HOTIKNG LOGTOKVTTAPMONS, 1) Opopfomevia, 1 avEnuévn
LDH, n avoyia, n peydin kottapofpifeia tov poehot tov
00TAV, 1] TAPOVGIN SVCTAACTIKAOV CTOLYEL®V OTN YEVIKT|
aipatoc, N avENUEVN OAKAAIKY GOCEATACN Kol 1) MTo-
toomAnvopeyaiio. Eriong to mocootd kot n popeoroyio
TOV LOCTOKLTTAP®V GTO HVEAD £XOVV AVOYVOPLOTEL MG
ONUOVTIKOL ETITPOGHETOL Kot aveEAPTITOL TPOYVOOTIKOL
deiktec. TéLog, onpavtikd pOAO GTHY TPOYVMOGT £XEL KO
1N Hope™n TG vOoov, KaMdG TPOKELTAL Vil [LLoL ETEPOYEV

Mivakag 4. AlayvwoTika kprtipla katd WHO 2008 yia
TN CUCTNUATIKN HOCTOKUTTAPWON?

Kpitripla

MeiCova 1. NMapoucia otr BroYia puehov
r/kat o AN eEWAEPPASEVIKO
OPYAVO, TIOANUECTIOKWY TTUKVWV
06poioEWV HOOTOKUTTAPWY, OTTIWG
avayvwpiovtal pe TN Xpwon yla
TPUTTITAON 1} AANEG EISIKEG XPWOELG

EAaccova 1. Atumnin pop@oloyia o >25%
TWV HACTOKUTTAPWY O TOUEG
0O0TEOMUENIKNC Bloyiac,

MUEANIKA emixpiopata rj GANOUG
€EWHUENIKOUC LIOTOUC

2. Avixveuon TnG METANAENC
KITD816V 010 pUENO, oTo
TIEPLPEPLKO aipa i o€ AANO
eEwAeppadeviké 6pyavo

3. Ekppaon twv deiktwv CD2 ry/kat
CD25 ota pactokuTTapa Tou
MUENOU 1] ANWV e€wSEPUATIKWV
Béocwv

4. Enineda tpuntaong opou
>20ng/ml

AwayvwoTtikoi 1 peiCov + 1 éhacoov ) TouAdxloTov
ouvduaopoi 3 ehdcoova

VOGOAOYIKY OVTOTITA, TOV TEPIAAUPAVEL ATtO AmALG OEp-
patikég PAAPeg Héxpt veomAdoLoTo VYNANG KakonOelag.
Aocbeveic e embeTikn vOo0, OTMG N LOGTOKVTTOPIKT ALV~
Yoo, Exovv TOAD kpy enPimon, eved avtol pe N,
GLGTNUOTIKN HOGTOKVTTAPMGCT EXOVV GUGLOAOYIKO TPOG-
doxpo emPioong. H poacstokvttdpoon mov evroniletal
OTTOKAEIOTIKG GTO HVEAD TV 0GTAV EYEL APLOTT TPOYVO-
omn, eV €4V cuvdéetar pe GAA KA@VIKT OLOTOAOYIKT|
Kkakon0etla, 1 KAVIKY mopeio kat 1 TpOYV®GT cuvifmg
koBopilovtar amd T GLVLTAPXOVG A CATOAOYIKT VOGO,

3.4. MuedoimepmiAdaotika NeomAdouara,
araéivéunta

Yy opdda ot TEpLapPAvoVTOL VOGOAOYIKEG OVTO-
TNTEG UE OPAKTNPLOTIKA KAMVIKA, LOPPOAOYIKEL KoL EPYOL-
ompokd MYN yopig Opmg va gpeavifouy ta kpiripla
tov MYN. [Tepthapfavooy apyikd otédio AL 10 v TIMI,
IOV OEV £X0VV TOPOLGIAGEL AKOLLT TO, VTOLOLTA YOPOKTT-
PLOTIKA oTOolEln, Tpoy®pnpéve otddie MYN, 6mov 1
Tpoéyovca tvaor ennpedletl To VTOAOITO 1 TEPMTMOCELG
pe oapn gupfuoto MYN, 6mov GuVUTaPYOVcH VEOTAM-
ola N pAeypovr ennpedlet ta vrdorowma. H mpdyvoon tov
Tapanive acbevdv akolovbel avti Tng avarloyng opd-
S0C TOV TOL YOPAKTNPIGTIKA TNG OLOLALOVV TEpLocOTEPO™.
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Classification and current prognostication of Myeloproliferative Neoplasms
by Theodoros Marinakis, George Kanavos, Nikolaos I. Anagnostopoulos
Department of Clinical Hematology, General Hospital of Athens “G. Gennimatas”
ABSTRACT: In the revised World Health Organization classification system for Chronic Myeloid Neo-
plasms (2008) the diagnostic algorithms for Polycythemia Vera, Essential Thrombocythemia and Pri-
mary Myelofibrosis have been substantially changed to include informations regarding JAK2V617F and
similar activating mutations, as well as pertinent histologic features of the bone marrow biopsy as di-
agnostic criteria. The Philadelphia negative Myeloproliferative Neoplasms category includes the three
classic MPN: Polycythemia Vera, (PV), Essential Thrombocythemia (ET) and Primary Myelofibrosis
(PMF), as well as Chronic Neutrophilic Leukemia, Chronic Eosinophilic leukemia not otherwise speci-
fied, Mastocytosis and Myeloproliferative neoplasm, unclassifiable. Patients with PV and ET should be
defined as high risk if age is greater than 60 years or there is a history of previous thrombosis. High risk
patients with PV should be managed with phlebotomy, low dose aspirin and cytoreduction, while high
risk patients with ET should be managed with cytoreduction. For PMF several prognostic scoring sys-
tems have been proposed based on some adverse prognostic factors for survival including advanced age,
marked anemia, leukocytosis, constitutional symptoms and presence of circulating blasts. Risk stratifi-
cation in PMF should start with the International Prognostic Scoring System- IPSS for newly diagnosed
patients and dynamic IPSS for patients during the disease course with the addition of cytogenetics eval-
uation and transfusion status. This prognostic assessment of patients with PMF may be useful for treat-
ment decision-making.
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