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Xpovia MuehoinepnAaotikd NeomAaopota

m Xpovia voonupata mou odeilovral o KAWVIKA untepniAaoia
EVOC 0LPXEYOVOU MOAUSUVAOU ALUOTIOLNTIKOU KUTTAPOU ToU
HUEAOU TwV ooTtwyv, Kat odnyolv o€ UMEpTOpOywyn KOG R
TLEPLOCOTEP WV OLLLOTIOLNTIKWY GELPWV.

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




Xpovia MuelhoinepnAaotika NeomAaopota
(MPN, taéwvopnon WHO)

< XMA, bcr-abl (+)

< Mugloivwon

< AANONC MoAuKuTTOpALLia

< |dtomadng OpoupokutTapatpio

< 2ZUOTNUOTLKA LOOTOKUTTOPWON

% Xpovia ouvdetepodLALK AsuyarLpia

< Xpovia nwolvodhikn Asvyapio/vnepnwowvodAltkdo cUVEpouo

< Ataélvounta pueholmepmAaoTtikd cUvopoua




Kowva xopoKTneLoTIKA TWV XPOVIWV
HUEAOUTIEPTIAQOTIKWV VEOTTAQLOLWYV

KAwvVLKn urtepmAocio Tou oLPXEYOVOU QLUO-
TLOLNTLKOU KUTTAPOU

Myeloid stem cell
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Mopiakn na@oyeveia twv C-MPN

XOPOAKTNPLOTIKEC METAAAAEELG OTA OLLLOTIOLNTLKA KUTTAPA, TIOU
adpopPOoUV CUYKEKPLUEVA YOVIOLA TWV TUPOCLVIKWY KLVOLOWV

oJAK2 otnv moAvkuttapatpia (90%), 1dlomabr) Opoupokuttaporpio
(50%) kot tnv pueloivwon (65-70%)

oCalreticulin kot mpl-unodoyxéac o puehoivwon-
OpopBokuttapatpia (15-30%)

oBCR/ABL otnv XMA (100%)
oc-kit 0TNV CUCTNUATIKA HOLOTOKUTIAPWON

o FIP1L1-PDGFRa oto unepnwotvodiAtko cuvdpouo



"
MOAYKYTTAPAIMIA-OPIZMO2

m MoAukuttapoatpia R moAvepuBpartpia n epubpokUTTAPWON
elval n avénon tou aplBpov twv epuBpwv alpoodatpiwy,
NC awpoodalpivng kKal TOU OLUOTOKPLTN, TAVW amo To
amoOeKTA GUCLOAOYLKA OpLAL.

B Alokpivetal og anoAvtn(i aAndn) (avénon tnc padog
epuUBpwvV) Kat oxetkn (N Peudn) epubpokuTTAPWON
(puoLoroyikn pala)

m H amoAvutn Sdtakpivetal os mpwtonadn kol devtepornadn
TOAUKUTTO PO




Yevong N oyeTikn epvOparpio

> ®voloroyikn nalo pvdpov

> Megilmon 1oV 0YK0V TAGGHATOS (O10VPNTIKA,
OAAKOOA, 0pLOATMOT), Stress)

> Gaisbock’syndrome: véptact, HElmOT TOL
OYKOL TAAGLOTOC, VITEPPapa ATOUO, KATVIGTEC




AYEHMENH MAZA EPY®OPQN
(red cell mass, RCM), Hb, Ht

avTpeg
> 36 mL/K(g

« Hb > 16.5 g/dl

< Ht > 60%

YOVOLKES
> 32mL/K(g

«» Hb > 16 g/dI

< Ht > 50%




AEYTEPOITAOHX EPYOPOKYTTAPQXH

<+ O@EILETUL 6E PVOLOAOYIKT UTTAVTN OGN 6€ VTTOSIA
N o€ amPpOcPopPn EKKPLon epvdporomTivig
<+ Iowila aitia

<+ H avriyueromon otoycvel oty Ogpomeia Tov
VITOKEIPEVOV VOGILOTOS OV KOl REPLKES POPES

N a@aipaén ponoda.




AITIEX AEYTEPOITAOOYX
EPYOPOKYTTAPQXHX

Ynoéia
Meydho vyoueTpo
Y no&opikn mvevpovonadeia
Kvavmtikn cuyyevig kapotomdoeia
Kdanvicpa

AN N N

[TaBoroyikn apoceapivn pe vynAn covyyévelo pe to 02

Ampoc@opn EKKpLon epvBpomomtivig

v Noonuata veppov (0YKOL, KOGTELS, VOPOVEPPMGCT], CTEVMGCT] VEQPIKDV
aPTNPLOV, LETAUOGYELCT] VEQPOD)

v Hroatwkd voonuoata (nrdtopa, Kippmon, Nratitiod)

v Oykot (6ykog Wilms, éykot mapwtidag, aipoyystofrdctouo
nopeykePaAioos, Aupmua, Ppoyyoyevéc kapkivoua, Kopkivog modnkawv,
AOPEVEPYIKOL OYKOL, PALOYPOUOKVTTMOUN, IVOUVMOUATO TNG UNTPUC)
Alleg

v Oapuoko kot ynukd (Avopoyova, vikéio, KoBaATio)

Neoyvikn molvkvttopotpio

v TToAMéc petayyioelg

<\



AITIEX 2YITENOYX AEYTEPOITAOOYX

EPYOPOKYTTAPQXHX
Neoyvikn YVYYEG
gpvopoxkvTTApOON gpvopoxkvTTApOON

Dvo1o0A0YIKO EVOOUNTPLO
nePIPBAALOV

Neoyvd owapntikaov
UNTEPWOV

AdpevePYIKN vITEPTAAGIOL

Bupeotolikmon

Tpoopuieg 13, 18, 21
Alpoceaipivn pe vynAn
GLYYEVELD OEVYOVOL
Xaunio 2,3 DPG
Avtovoun avénuévn

TOPOLY YN
gpvBpomomtivng




INPQTOITAOHY IIOAYKYTTAPAIMIA
Emionuioloyika ocoousvo,

e 0.5-2.3 véeg mepurtmoers ava 100.000 etnoiomg

o Alaugon nMKiLo epn@avioeng 65 étn
(cuvnBmg >55)

e 5% TOV TEPITTOGEOV 6€ NAKio <4()

e 'Ex0Ocon o€ aktivoforia




"
Klvikn eikova

YOUTTOUATO 0TT0 DVTEPYAOLOTN T, OYYELUKES

BLaPeg (Oponpooseis, arpoppoyiec) Ko
vTEPKATUPoALouo.

IIn0wpa mpocmmov, Cain, Keparlarylia,
OLATUPAYES OPUONS, TUPULGONGLES, KVNIGUOG,
gpvOponcraryia (avénon Oepuokpociog
0EpuOTOC, alcOnua Kaveov, £pvOpoTNC),
crninvoueyoria (75%), vaépraon(<50%0),
nrotopeyoiia (<50%), oeppatika £AKn,

KPLGELS OVPLIKNS apOpltioac.




N
IHaBopvororoyia

m Kvpro roroyiko yopoKTNploTiKo £ival 1 IKAVOTNTO TOV
TPOYOVIKAOV KVTTAP®V TNS £pv0pds va mapdayovy
gpLOpoKVTTUPIKEG amoIKies amovaia epvOpomromtivng (EPO)

m H wkovotnto avti) 0&v 0QEIAETOL 6E AVOUAALY TOV a.PLOROV 1)
NS AELTOVPYLOS TOV VT000YEM TG EpLvOpomoNTIVIS CALG
QPUIVETOL TOS TO. TPOYOVIKG KOTTUPO TNGS PLOPAS GE1pdg
napovclalovy avénuévn evaodnoia ot opaon s EPO,
(1L-3), GM-CSF, SCF, IGF-1, yopig va vadpyovv aveopuaiies
TOV VT000YEMV TOVC,

B Daivetor TS TOAMUTAES YeEVETIKES BAGPEC, MOV Eekvovy amo
TIS petarraters e JAK-2 xivdong ernpealovv T HETA TOV
VIT000YE0. 000VC TOALUTANGLOGHOV KOl ETLPLOONC KOl UTOPEL
VO, TPOAYOULV TNV AVATTLEN TOV VEOTAUGUATIKOV KAMOVOV.

m Yvoyvotepo n onuetokny petdirain JAK2V617F (95%)




" J
AYTONOMH EPYOPOIIOIHXH

Evdoyevelg epvOpokuTTOpIKES OTOIKIES
(endogenous erythroid colonies-BFU-E)
OVOTTUGGOVTOL OTTO TO LVEAO 1 TO TEPLPEPIKO
aipo acBevov e molvepvOpoupiao. Ot amokies
VTEC OVOTTTOCCOVTUL OTOVGion EpuOpoTOINTIVIG.




MapakALVIKOC EAEYXOC

\/
000

Depptrtivn, B12, duAALkO ofv
Enineda epuBponowntivnc opou
Agpla aipatoc (sat 02)
Aktivoypoadia Bwpakog

‘EAeyX0G VEPPLKNG, NTTATLIKAG, KAPSLOKAG KOL LVAITVEUGTLKAG

Aewtoupyiac

Yriépnyot N aéovikn Kolkiag (Amap, omAnvac, vedppol)
MueAwkn avoppodnon, ooteopueAkn Broyia kat
KUTTOPOYEVETLKI AVAAUON

Autovopuec anoikiec BFU-E

KapmuAn anodevopevong oéuyovou (P50) (amokAELoMOC
altpoodatlplvonabelac pe avénuevn ouyyevela pe 02, BeTiko
OLKOYEVELOKO LOTOPLKO)




1 EPI' AXTHPIAKA EYPHMATA

o AvEnuévn Hb (>16.5 g/dl otovg dvopec,
>16 g/dl otig yvvaikec)

e AVCNG1N AEVKOV/0VOETEPOPLAMYV KL
JLROTTETAMMY 6T0 75% TOV 0.60EvOV

e 21ONPOTEVIQ

e MikpoxvTtdpmon Kot vToypouia EpuOpav

e Eniypioua kot froyio poerov: avénuévn
KutTapoppifera, yopic maboyvouovikd
YOPOKTNPIOTIKA (VITEpTAUGio EpLOPAC KOt
LLEYOKOPLOKVTTOPIKNG CEPAC LE OVD LLOAOL
LLEYOKOPLOKVTTOPU GE OUAOEC)

e Kapvotvmog (maboroyukoc oto 15% tov
TEPIMTMCEMV)




EPI'AXTHPIAKA EYPHMATA

< XounAn EPO opo?
< Avtovoun avantocn BFU-E

< AVOUOAT GLGCMOPEVCT ULOTTETAAI®DV
oto 80% TtV TEPIMTTOGE®V

< AvEnuévn LAP(M NAP)-alkoAikn
POGEATACT] OLOETEPOPIAWDV

< Avénuévn LDH (2/3 acOevav)

<+ Yrmepovpryouia (1/3 acBevov)




ATAT'NQXTIKA KPITHPIA

3 MeiCova 1 2 TpoTo neilova + £AaccoV

MEIZONA
1) & Hb >16.5% Ht> 49
Q 16 48 N nalo gp. > 25% ovo.

2) 11 kouttapoPpifeto LueEAOD LE TPLYPAULIKT VTEPTAACIN
3) IHopovoia petdrratneg JAK2V617F fy JAK2 exon 12

‘EAAYXXON
Enineoa EPO opod < ovocioroy.



| —
OEPAIIEIA ITPQTOITAOGOYX
IHOAYEPYOPAIMIAX

Apopdéerg (Ht<45%)

Acmipivn (80-250mg/dl)- avactoin

OLLOTTETAAMOKNG AELTOVPYIOG

e KuTTOpOGTUTIKG POPUOKO LE GKOTTO
TNV KOTAGTOAN TNS €pvbpomoinong

e Yopocvovpia

e BousovApdvn, paolevepyoc pmcpOpog
(TOALOTEPO. GE NAIKIOUEVOLG)

o Ivteppepovn a

o 'EAeYY0C cOUTTOUATOV OTTMS 0 KVI|GUOS NE
OVTUGTOULVIKA, TNS VITEPOVPLYULULOS NE AAAOTOVPLVOAN
o 'EAeyy0¢ ™S KOTTOGNS NE EANPPA doKNoN




" J
INPOI'NQXH

> XpOovia KAOVIKT oviaTtog mdonon,
UE OYETIKA KOAN TOPELQ

> Méon empPioon: 16 £

> Megpikol 0.60£vEIS HETURITTOVY GE HVEAOTVOOT)
(30%) ko o€ oéeta Asvyorpia (5%). MikpoTepog
KIVOUVOG EKTPOTNS ETTL OPULRACEOV- HEYUAVTEPOS
(5-15 @opéc) éTav yopnyoOvVTOL AAKVAIOVVTES
TaPAYoOvVTES 1] paodevepyog P32.

> Awpoppoyio ko Opoupmon ivar ol KOpreg
gLTiES Voo poTNTOS KOl OvnoiuotnTod.




IAIOITAOHX

OPOMBOKYTTAPAIMIA




" J
OPIXMOX

< MuvehoVmTePTAAGTIKT] VOGOS TOV YUPUKTNPILETUL AUTO
gnipovn avénon Tov aPdpnov TOV UPOTETAAOY

< NOGOGS TOV UPYEYOVOV KVTTAPOL

<+ I'evika Oe@peitor KAOVIKN V0GOS 0V Kol £)YEL
ToPaTNPNOEl TOAVKA®VIKY UINOTONGT] GE KATOLOVS
0.60£vELS, 6TOVS 0TOLOVS TTAPATPELTAL HIKPOTEPOS
Kivouvog 0pouPoTikOv emmAoKoVy.




"
EINIAHMIOAOI'TA

> EpeaviCetor o€ nAkisg yopo ota 60 £tn
> Taon eneavions 6€ veoTEPES NALKIES
> TNuvaikeg/avopeg i 1,5/ 2

> H ovyvotepn pvehovmeprroctikn owwtopoyn (2,5 véeg
nepurtoels/100.000 katoikovg etnoimg otic HITA)




"
ITAOODPYXIOAOI'IA L.

> H KA@OVIKN 0110701061 0EV GUVOOLVETUL AT YUPOUKTIPLGTIKN
KUTTOPOYEVETIKI] ] HOPLEKY AVORCALQ
(KapvoTLVTOS PVG10L0YIKOS 6T0 95% TOV TEPTTMOGEMY)

> Ta TPOYOVIKG OO TIKA KOTTUPO TOV HVEAOD
napoveldiovy avénuévn in Vitro evoicOnoio 6e KVTTAPOKIVEG
LE GVTOVOUN AVATTVEN UTOIKLAOV GTNV TAELOYNPLO TOV
TEPMTOGEMY (epVOPA oe1pd ot €pvOpomoTivy KON
LEYUKUPVOKVTTUPIKY GEPA 6T Opoppomomtivy).

> H avénuévn vrepevarodnoio otnv Opoupomomtivy yiverto
néom tov vrodoyéa c-Mpl. Aev Exovv Bpebei petarraéerg
TOV VIT000YE TS OpouPomomTiviig 0VTE TOV YOVIOLOV TNG
gpvBpomomtivic. Néa ogdoouéva! Meréteg og e€EMin
(netarragerg Mpl- Calr).




INAOODYXIOAOI'TA 1I.

< DUVooAoyIKa 1N avénuéva entmeon Opoufomomtivig
&yovv Ppedel og aoOevelg ne 1.6.

< IMopapéver aca@ég av n oéyepon tov c-Mpl givan
N oy e€apTtopevn amo tn Opoupfomromrivny

<+ Metrarraén V617F g JAKZ : (50% TtV a60evav)




KAINIKEYX EKAHAQXEIX .

>

>

>

>

O1 poot ac0evels etvorl 0.GVUTTOUROTIKOL
(OpoppokvTTdp®ON:TLYAIO EVPNUA GE YEVIKY] CIRLATOG)
Kata tv mopeia 1 VOG0V 01 TEPIGGOTEPOL

060EVEIS TAPOVOIACOVY UYYELOKIVITIKEG,
OpouPOTIKES KO ALHOPPUYIKES EKONADGELS

Ta copuntOpOTE GUYVE 0PELAOVTOL

GE€ OLOTUPAYES TNS MIKPOKVKAOPOPLOS

Awﬂn o KOVGO0V 6T TEANUTO KOL OTIS nakauag,
YUEPa GKPO, VEVPOLOYIKA COUTTONATO OTTOG
KEQPUAUAYia, CaAN, OTTIKESG OLOTAPAYES.

Loyouia, yayypowva 11 aKpOKLAVOG] GKPOV

o amo@PUcn apTNPLOL®Y

Opoupaoers peydrov ayyeiov

(10-25% TtV 060ev@v £xovv 16TOPIKO
OpouPocufoikov emrerc0oiov KoTA TN OLAYVOGCT])




KAINIKEYX EKAHAQXEIX I1.

<+ Neoapés yovaikes pe 1.09. £xovv avénuévo Kivoovo
amofoing mpotov TpLunvov (36%)

<« Alnoppayles (EKYVUMOGELS, ETloTACT, UNVOPPAYL,
GLHOPPYLO GTO GTONU, EVTEPO KAT) OVOPEPOVTUL LOVO
670 6% TOV TEPMTOGEMV, KVPLOS 6E NAIKIOUEVOVS KoL
o< ac0eveig pe apometama Tave omd 1,5 ekat/pl

< Xminvopeyoiia (30%), Er®OVVO EPPPUKTO GTTANVOG




" J
ATAT'NQYXTIKA KPITHPIA KATA
WHO

> X100epoc aprOpuog AMT > 400 x107 /L

> Broyio pogrov pne varepmAocio HEYUKUPVOKVTTUPIKNG
GELPAS YOPLIS CNUOVTIKE GVENUEVT] TNV KOKKLMDOT] Kol
™V epvipa cepd

> Amovcio Kprtnplov owdyvmons aindovg
moAvEPLOpaLnLaC, TPOTOTAOOVS HVEAOTVMOOTC,
YPOVILS HLVEAOYEVOUVS AEVYULULOS, LMVEAOOVGTAOUGTIKOV
GUVOPOOV 1] AAANS ULROTOAOYIKIS KOKON 010G

> Hapoveio petdrroéne JAK2VE17F (driov? Mpl,

Calr) 1 eri amovoiog TG, EAAelyYn £voLiEng
OVTLOPUOTIKIGS OpoufokuvTTap®ONS




ATA®POPIKH AIAI'NQXH

D N NI N N N N W

/
0’0

/
0’0

AlTio 08VTEPOTAOOVS(AVTLOPUGTIKNG)
Opoupoxkvrradpmong

Aonméeg

DLEYNOVOOELS KATUGTAGELS
Kaokon0e1eg

20npomevia

Xepovpywn exEuPaon
Tpovpo-tetikng BraPn
Meta ominvektToun
Awnoppayta

AALO POEAOVTEPTAACTIKG VOGTLOTA
MvehodvoTAUGTIKO cVvopouo (50-)




" J
EPI'ALXTHPIAKA EYPHMATA L

> Awometaira >400x10%L (2-3x10°/L) b 3'18‘*’%%&-’“
> ATOVoLO OEIKTOV OVTIOPAoNS 0EELNS 'S ’i‘f 2 0%,
paong (TKE, yAot0tnTo TAACHATOC, :’; o g‘,’(&g?,‘:@
wmdoyovo, CRP) ¥ NS o €
$ Cone.e “0,8
> LAP avénuévn 1 puororoyikn '
%

> AgUKOKLTTOpO®ON 1)/Kar avénon Tov
epvOpav (6710 30% TOV 060EVOV)

> E1KOva meproepikov aipotos: peyaio M
YLYAVTLO, GLROTTETAALO, OpadopaTa
LEYUKUPVOKVTTAP®V, EUTVPN VA £PLOPG
N/Kol GOPO KOTTOPO HVEAKTS GELPAS




EPI'AXTHPIAKA EYPHMATA

= E1KOVO HVEAOD: DVTEPKVTTUPLKOS HVEAOS
(3/4 TeprurTOCE®V), YOPLS OVGTAAGL 1] LVOOT).
Avénuévog aprOpnoc Kad®mS kKoL opaosS
UEYUKOUPVOKVTTAP®V UE DTEPTAOELOIKOVS TTUPINVES

= Kapvotumos: ouvi0ms QuoloAoyikos, amapaitnTog
Y10, atoKAELIou0 XMA Kol pugEA0OVGTANGTIKOV
cvvopopov (50-). Ov, puepikég PopES, TAPATIPOVUEVES
KOPVOTVTIKES UVORUALES OEV £Y0VV TPOYVOSTIKN 0Ela.

= AVENUEVA ETITEOU TTPOPAEYHLOVMOMV KUTTAPOKIVAV
IL-6, IL-1b, IL-11 (dpecog OpoufomronTikog Tapaymv)
oyeTiCovron ng ogvtepomadn OpopuPoxkvtrdpmon




AEITOYPI'TA AIMOIIETAAIQN XTA XPONIA
MYEAOYTEPIIAAXTIKA NOXHMATA

> Ol HoPPOLOYIKES KUL AELTOVPYIKES AVOUAMES TOV
OLULOTTETAMMY OEV £YOVV ELOLKOTNTO.

> AVENUEVOS OYKOS OLUOTETUALOV KUl OVORUALES TNG
GLVGGMPEVGTS TOV UUOTETUALMV UVEVPLOKOVTUL GE
nave 010 90% TOV TEPTTOGEMV.




" Jd
ITPOI'NQLTIKOI ITAPAT'ONTEX

J

<+ Hlkia >60 &t kon awponetdiio >1,5 ekot. amoTEAOVY
coPapovg TaPAYOVTES KIVOUVOD YO GLUOPPayLa

J

D)

L)

> AVTIGVAMTITIKA 0T0 TOV 6TONOTOS, Oprovodepamela,
aAAec emikTNTES N KANPOVOMIKES Opopufopriikéc KaTaoTAGELS
nmopel va avEavouy Tov Kivouvo Opopupotikov engicooiov.

&

D)

> Xg ao0gvelc vynAov Kivovvou 1 010p0mon tov aprdpov Tov
aponeToiiov g <600000/ul pe vopovovpio | avayperion
RLELOVEL TOV Kivouvo OpoufoguPoitk@v emerc00imy.

L)

&

D)

> Emionc netmon Tov GLHOTETAAMOV UE AVAYPEALON GE
<400000/ul peimoe Tov kivovvo Opouparcemv 1 aipoppayLov.

XNuepo otoyo Oepansiog amwoteiel n petwon tov AMT
<400000/pl.

L)




OMAAEX KINAYNOY ME BAXH TOYX
ITAPATONTEX KINAYNOY I'TA OPOMBQTIKEX
KAI AIMOPPAT'IKEYX EIIIINTAOKEX

> Xauniov Kivovvov
< Hlio<60 €n
< Amovcia 1otoptkov OpouPoeuPorikov emeicooiov

< Awometdio<l,5 exat. (Yopic 16TOPIKO apoppoyiog
n eniktntnc voocov V. Willebrand)

< Amovcia Topayovimv KivoLVOD Y10 KOUPOLOYYELOKT] VOGO
(kdmvicuo, ovcAmToouia)

> Evouupuéoov Kivovvov

< Amovcio Topayovimv YoUnAov 1] VYNAOD KIvovVou
> YYniov Kivovvov

<+ HAwio>60 £t

» Iotopiko OpouPoepforukon exelcooiov




OEPAIIEIA

> H évapin Ogpoameiog eaptdtor amo Tnv nukia
TOV 0.60EVOVC, TOV aPLONO GLHOTETAMM®Y KOl TOV
MPUYUOTIKO 1] EKTINOUEVO Kivouvo Opoupotik@y
N CLROPPAYIKOV ETUTAOKOV.

> XKOTOG NG Oepameiog eival n Tpoinyn
TOV EMTAOKOV KUl 1] otatnpnon
TOV ULULOTETUALOV GE PUGLOAOYIK( ETITEDU.




OEPAIIEIA

vV V V VY

IHHopakorovOnon (veapad atopa, nE LIKPOTEPO
GYETIKA 0PLON0 GLHOTTETUALMV, ATOPUYN
KLVOUVOV KUTTUPOTOSIKMOV)

Aomipivn ( Kon o€ €yKvovg pe 10 kau
LOTOPLKO OTTOAELNS EUPPVOV)

ANOTETAALOOQULPEST)
YAPOEYOYPIA
ANAI'PEAIAH
INTEP®EPONH a




OEPAIIEIA EITIIIAOKQN

Avtiugtomon Opoufoong

Hrapivn (prePrkég OpopPooerc)
Opoupoivon (aptnprokéc Opoupooeic) kKm
OGPV

AVTIUETOTLGY) ULULOPPOYIOS
> AWUKOTT TOPUYOVTMV HELMGNS ULUOTETUALMY
> MEeETOyYIoES UIHOTETAMMY

AYYELWOKIVTIKO GUUTTOUOTO
> Xounin ooon acmipivng

> Emelyovoa oipometaloo@aipeon yio peimon
aporteTariov g <600000/ul




INPOI'NQXH

000

KaoAron0ng mopeta- Méon emPioon > 20 etov
Kivovvog Yo 0avato 4 opéS neyaldTEPOS 6€ GUYKPLON
1E 10L0S NAIKLOS PUGLOAOYIKG dTONO
> Katd tnv mpatn égkaetia amo tn owdyvoon 10-50%
TOV 0c0svov 0a Tapovordsovy OpoupfmTiko emE160010
Kot 4% apoppoyIKo ETELGOOL0
> Metantmon o€ pvelookinpoven (2-6%0) 1 o&eia
revyonpia (1%0). O kivovvog eEEMENG o€ Agvyainio,
avéaver o€ 3,5-10% o¢g 4-10 £t o0tav ypnopomon Ol
VOPOELOVPLE KU GUVUTTAPYEL KUTTUPOYEVETIKN
OVOROALY, IVOGT] 1] PN O ETLTALOV
YMNUE0OEPATEVTIKOV TOPAYOVTOV.

000

L 4

L 4




IAIOITAOHX MYEAOXKAHPYNXH
(MYEAOINQXH-MYEAOEIAHX
METAIIAAXIA XTTIAHNOY)

Koko0ng oipatoloyikn ypovic voeoS NE YOPUKTPLOTIKA!
> XaANVOUEYUAia

> AgvkogpvOpoPracTiki) avTiopaon
> "Ivoon pvghov

> EEmpvelikn apomoinon

> Neoayyswoyéveon

>

HoKIAOKVTTAP®OTN NE OUKPVOKVTTUPA




Emonuioioylo

ERikTnT) KAOVIKY 010TOpO)] TOV 0P EYOVOV
CLILOTTONTIKOV KVTTAPOV

> 0,5-1,3 /100.000 etnoimg
> Méon nAkio owayvoong: 60 £tn

Iponysitor ovvi0mg vrepmlootik (KutTopofprOng eaon)
KOl 0KOAOVOEL tveGN] TOV HVEAOD KO OVATTVEN E0TLAOV
EEOUVEMKNS apomToinog (6TANVOS, NTATOS KAT)

H ivoon ogelieton o€ datapoyn TS L16oPPOTLOS NETUED
TOV GYNUUTIGUROV KOl TS UT0O0UN GG TOV KOAAXYOVOL
( 0TOPALTNTOV GTOLYELOV TOV GTPMOUATOS TOV HVEAOV)




IHaOoyévewn

m [HoOoroyika —khovika MI'K mapdyovv kvtokiveg
( PDGF, TGF-B, EGF, kaApovtovAiivy) mov exdyovv
TNV VAEPTAOUGLO LVOPLOGTAOV KL EPEENS TNV IVOGOT)
HEGM aVENUEVIC 6VVOEG S KOALGYOVOD

m H sCokuttdpro ovola amodoueEiTOLl 0TTO TPOTEACES,
0TS NETUALOTTPOTEAGES, AVOUUALES OTO ETITEOA TOV
0TTOLMV £Y0VV OLUTIGTMOEL 6TNY pVEAOGKANpLVOY




KMvikn eikova

B X TANVOUEYUALO- NTUTOUEYOALO-
aTOAELY PAPOVS-EOKOAN KOTOGT-
CUUTTOUOTOAOYIO OVULULOG-
VITEPCTANVIGUOG

B ALHOPPOYIKES EKONAMGELS-VUKTEPLVOL
LOPOTES-TUPETOS-TTEPLPEPLKA,
OLONUATU-TTVOANLO VITEPTACT)

B ApYKQI 0CVUTTONOTIKOL 0c0gveic

m EoTtiec eCopveMKnc-ékTonng
aiwpomoinong (mvevpoveg, I'EX,
KNX kim)
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Epyootnplroka svpiuoto
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> AgvkogpuvOpoPracTiki) avtiopaon ‘,. ao Op 'S
(aproTepn 6TPOPI] KOKKLOOOVS
GELPAS-EUTUPN VA EPVOPQ)

AUKPLOKVTTOPO
Avaiptio £ Agvkomevia = Opoupomevia
Meyaia AMT-0pavopoato MI'K

Avappoenon HVEAOD: aOVVATT GTO
90% TV acBevav ( pvelog dry tap)

YV V V VY

A\

Oocteopveikn Proyia: tvoon

> NAP avénuévn




AL0@OPLKI OLdyvemon

< ALNG. YPOVIO. LVELOVTTEPTAUGTIKG GOVOPONLAL
> XMA

> 10

> IIOAYEPY®PAIMIA

<+ Agvteponadng pverotvoon

> METUGTAGES GUUTAYDOV OYK®OV
> Agvyopuiec-Aspoopoto-MAX pe tvoon
> Dunotioon




Ipoyvoon-Ocpaneia

Méon emPioon:S £
E&EMEn o OMA: 20%
H Bapvtnto ko n
e€EMEN moKIAOLY
KoaAlvtepn
npoyvmon.Anovocio
CUUTTTOUITOV,
CTTANVOUEYUALOG,
cofapng avarptog —
cofapng Opoupfomeviag
(néon emPioon: 10 étn)

>

vV V VYV VY V

Avaotoréag JAK 2 kKivdong
(Ruxolitinib kot éAlot 6¢

e&€MCN )

Yopoévovpia
Ivteppepovn-o.

Oaoloopion
Avapomka-Koptikogion
Ynootnpwtikn ayoyn (Epo,
netayyloels epvdpov-AMT,
OVTLULETOTLON AOLUAOEEWMV)

> AxktwvoOgpameio oTAnvog

> Xaanvektoun ( omavia!l)

> ALMLOYEVIC HETONOGYELO)




AAAA MYEAOYHEPIIAAXTIKA
NOXHMATA

>

XPOvia OVOETEPOPLAKT] AEVY oL

J

)

*» XPOvia NOGIVOPLALKT] AEVYULULO/ VTEPTMGLVOPLAMKO
GUVOPOUO

()

YVGTNUOTIKI] HOGTOKVTTAPMON

*

ATOEWVOUNTO HVEAOVTEPTAACTIKG GUVOPOLLAL




" N
XPONIA OYAETEPO®IAIKH
AEYXAIMIA




YIHEPHQXINO®PIAIKO XYNAPOMO

(HES)



http://images.google.gr/imgres?imgurl=http://www.som.tulane.edu/classware/pathology/medical_pathology/InflamDermato/S1CcInterstitium/S1C31P21_Collagenosis/eosinocoll2x02.gif&imgrefurl=http://www.som.tulane.edu/classware/pathology/medical_pathology/InflamDermato/S1CcInterstitium/S1C31P21_Collagenosis/s1c31p21_collagenosis.html&h=576&w=384&sz=229&hl=el&start=7&tbnid=UBmNtxoiCNDMXM:&tbnh=134&tbnw=89&prev=/images%3Fq%3Dhypereosinophilic%2Bsyndrome%26gbv%3D2%26ndsp%3D20%26svnum%3D10%26hl%3Del%26sa%3DN

"
YIIEPHQXINO®IAIKO XYNAPOMO
(HES) —Awu@opixn o1dyvoon

AlLTI0 NOGLVOPIALOG

= AOLUOEELS (TUPOCITIKEG,
KOKKL000HVK®GT),
YAORVOLO K(L)

= AMEPYIKES KOTUOTAGELS

= AVOUTVEVOTIKES OLUTAPUYES

= [HaONGELS YOGTPEVTEPLKOV

= KoAlayovika voorjuota

= Koakon0n voofpata

= MUvELOVTEPTAUGTIKG VOGT|LOTO,



http://images.google.gr/imgres?imgurl=http://bioweb.uwlax.edu/APlab/Table_of_Contents/Lab_11/Eosinophil/Unit_11-17a.jpg&imgrefurl=http://bioweb.uwlax.edu/APlab/Table_of_Contents/Lab_11/Eosinophil/eosinophil.html&h=300&w=378&sz=43&hl=el&start=7&tbnid=Iz2ITkQNWxG3bM:&tbnh=97&tbnw=122&prev=/images%3Fq%3Deosinophil%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG
http://images.google.gr/imgres?imgurl=http://www.users.globalnet.co.uk/~aair/Eo_0.2_GIF&imgrefurl=http://www.users.globalnet.co.uk/~aair/eosinophils.htm&h=253&w=224&sz=34&hl=el&start=6&tbnid=r8XVGksK11flgM:&tbnh=111&tbnw=98&prev=/images%3Fq%3Deosinophil%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG

" M

O¢pomelo

> Koptikogion

> Imatinib mesylate (Glivec)
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XYXTHMATIKH MAXTOKYTTAPQXH

<+ Ta pootokvTTope Kot to faceo@iia lval OPacTIKA
KUTTOPO TNS GUEONS UALEPYIKNG GVTIOP UGS KAOMC
oVVOETOVY KOl 0mELEVOEPOVOVY KVTTUPOKIVES GOV
aravtnon o€ uéoo IgE ko un-IgE epebdiopara.

< Hatlovv onuavtiko poio oty Guovva, TNV ETOVAMGT)
TPUVRATOV, TNV OYYELOYEVEST] KL TV AVOGOPPLOHLIOT.

< IIpoépyovror amwd T0 TOAVOVVANO GLHOTOLTIKO KUTTAPO
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http://images.google.gr/imgres?imgurl=http://www.marvistavet.com/assets/images/Mast_Cell.gif&imgrefurl=http://www.marvistavet.com/html/body_mast_cell_tumors.html&h=150&w=167&sz=23&hl=el&start=12&tbnid=cWVA7mwjTFIS-M:&tbnh=89&tbnw=99&prev=/images%3Fq%3Dmast%2Bcell%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG
http://images.google.gr/imgres?imgurl=http://www.flowcases.org/caseFiles/ACF16D8.jpg&imgrefurl=http://www.flowcases.org/casebuilder/index.cfm%3Ffuseaction%3DdisplayCase2%26caseID%3D56&h=375&w=500&sz=91&hl=el&start=11&tbnid=R4RD6MzuwgYJhM:&tbnh=98&tbnw=130&prev=/images%3Fq%3Dmastocytosis%2Bsystemic%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG

Taivounon cueTNUOTIKNS HOGTOKVTTAPOGNS
kotda WHO

v AEPROTIKI] LOGTOKVTTAPMOOT)

v Urticaria pigmentosa
v "Hmo cuGTNHOTIKN HOGTOKVTTAP®OOT)

<

YVGTNUOTIKI] HOGTOKVTTAPMOGT GLUVOVOULOUEVT NE
KAMVIKT] GLROTOAOYIKT] VOGO

EmOeTIKN 6voTNNOTIKI] HOGTOKVTTAPMON
Moo TOKVTTOPIKN Agvyoipia
MOGTOKVTTUPIKO GAPKOUQ

DN N N

EEmogpnoTiKO HooTOKOTTONA
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KMVIKES EKONAMGELS

= AYYEl0KIVITIKEG oot payES (atecOnua
Oepuov, aicOnua roipnov, vavria,
OLaPPoOLO, TOVOKEPUAOS, VITOTOOT)

= AEPUOUTIKES EKONAMGELS
= ['00TPEVTEPIKES OLOTUPAYES

= Agu@aoevonadsio

= AVETAPKELN 0PYAVOV 010 O Onon oo
ROGTOKVTTOPO (1TOP, GTANVOS KAT)



http://images.google.gr/imgres?imgurl=http://www.medscape.com/content/2003/00/45/00/450039/art-dn450039.fig2.gif&imgrefurl=http://www.medscape.com/viewarticle/450039_2&h=475&w=400&sz=109&hl=el&start=10&tbnid=jPrAkRSQI0Z5vM:&tbnh=129&tbnw=109&prev=/images%3Fq%3Dmastocytosis%2Bsystemic%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG
http://images.google.gr/imgres?imgurl=http://home.iprimus.com.au/babbotts/web/iris.jpg&imgrefurl=http://home.iprimus.com.au/babbotts/web/pixgall3.htm&h=299&w=323&sz=6&hl=el&start=12&tbnid=77ri-hBtVoNIrM:&tbnh=109&tbnw=118&prev=/images%3Fq%3Dmastocytosis%2Bsystemic%26gbv%3D2%26svnum%3D10%26hl%3Del%26sa%3DG
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O¢pomelo

< AVTUOTOMIVIKA
<+ Kvttopootatikad

H poyvoon moikiiel



