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ATTIOTEAEEMATA

ZKOIIOX THE MEAETHZ

Ot aywviotég tou umodoxéa tng Bpopfomountivng
(TPOR agonists) xpnowsonotovvtat ot Bepamneia g

EHUEVOUCAG, XPOVIaG Kot avBekTknig of dAAEg
Bepaneiec mpwtng  ypapprg, — mpwromabolg
autodvoong Bpopponeviag (ITP). BiBAwoypadkd

Sedopéva TwV TEAEUTQUWV ETWV CUCKETI{OUV TNV
XOopnynon Twv ev Adyw BepUmEVTIKWY TAPAYOVIWY UE
HOpPOAOYIKEG UETAPOAEG TWV HEYAKAPUOKUTTIAPWV
f/kat avamtugn ivwong oTo CTPWHA TOU HUEAOD TWV
o0TWV. IKOMOG TG mapoloag Eepyaciag elvat n
nepypadn Twv eV AOyw oAAOWOEWV, OF UAWKA
ooteopueAk  Boiag kat Twv  SlayvwoTikwv
npoPAnuatiopwv mou Suvavtal v mpokUyouv ot
SLaxpLon auTWV amd HUEAOUTEPTAQOTIKG VOOT HaTaL.

YAIKO KAT ME©OAOZ

Katomv — avaitnong oto  nAEKTpovVIKO  apyeio
LoToAoykwv ekBEcEWV Tou Awponaboloyoavatopkou
Epyactnpiou TNA «O Evayyehopdgn, ya tv
neviaetia 2018-2023, pe g Ae€elg kAedid ‘Revolade’
Kat ‘Eltrombopag’ BpEBnkav evvid neputtwoelg ITP (7
yuvaikeg kat 2 avpec, nhiiag 58 — 87 Twv) pE puE-
hoUmepmAacTikol TUMou pophohoyikeg aANOLWOELS, OE
Blomikd UAKG oateopueAkng Plodiag. Ao Tig ewid
TIEPUTTWOELG, OL OKTW ECTAANCQV yla EMAVEKTIUNGH
hoyw avBektikrig vooou (PLT £wg 4000/mm3). H évatn
nepinTwaon epdavile povo avapia.

H wtoloyikry pehetn meptéhape v aflodoynon tng
KuTtapoPpifelag tou puehou, tng popdoloyiag Kat
Tonoypadiog TWV  QUUOMOWNTIKWY  CEWPWV  Kat
EWSIKOTEPA TWV UEYAKAPUOKUTIAPWY HE TNV XPWOn
atpatofUAivng/nwoivng Kat Toug avosOLoTOXNUKOUG
Seixteg  MPO, Glycophorin ¢, CD34 kat LAT. Ot
SIKTUWTEG iveq Tou oTpwparog PBabpovopriBnkav
nuutocotikd o€ Tetpafabpa khipaka (0-3) pe v
LOTOXN KK Xpwon Reticulin.

To gUVOAO TWV MEPUTTWOEWV Xapaktnpiletat amd avénan tng kuttapoPpibelag (fma: 4/9, petpla: 4/9, afiohoyn: 1/9) pe unepmhacia TG HUEAKG Kat EpuBpag celpag. O aplBpog
TWV HEYAKUPUOKUTTAPIKWY OTOLXELWV Elvat augnpeévog (petpla: 4/9, aflohoyn: 5/9) Kat yapaxkTnpileTal ammo KUTTAapLKr TAELOpopdia, HE CUYVI] MAPOUCLX HEYGAWY KUTTAPWY EVIOTE
ue unepAoPuwpEvVouE MUPNVEG. ZTNV MAELOVOTNTA TWV MEPUTIWOEWV TapatnpriBnkav Touhdytotov eotiaxn Sidmaln Twy HEYAKAPUOKUTTAPWY OE oUpMayeis i) xahapeg abpoioels (7/9)
ri/kat Touhdytotov fimou Badpol avénon Siktuwtwy wwv (6/9) pe pecodokbwdn (4/9) i napadokbwsdn (2/9) katavour g ivwong. AUO MEPUTTWOELS XapakTnpifoviav and £wg
pétpou Babpol avfnon twv STuwtwv wwv. Ie pia € autwv cuvumnpxav wav avénon kuttapoPpiBelag pe EViovn WEYAKAPUOKUTTAPLKY UMEpTAQCia, MAElopopdia Kat
oXnHatiopo abpoicewy ot enineda avaloya HE T NApaTnPOUpEVT EML KUTTApPIKG daong npwTonadols puehoivwaong.
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aldowoslg ‘tonov’ ibtonadoug allowwoslg ‘tinov’ npwronadoug pusdoivwong

SpouBokutrapwong
To popdoloykd dpaopa twv petaforwv petd Afbn aywviotwv TPOR kupaivetat and fma (A) £wg évrovn (B, M) peyakapuokuttapikr uneprhacia pe unephoPuwpéveg ‘staghorn’
popdeg ppovpeveg Wionabn Spoppokuttdpwon (A), eviote pe afloonueiwn kuttapkn mAswopopdia (B, I) f/kat pe ouvodo adfnon SIKTUWTWY WV TOU CTPWHRATOS (A) ppoUpEVn
npwrtonadr pueAoVWOT.
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0 EYAITEANIZMO

LYMITEPAXMATA

H yopriynon aywviotwv g BpopPonounti-
vng eival Suvatov va emdyel petaBoAEg oTov
QUUOTIONTIKO WUEAD WG TpOg Tov apBpo, v
popdoloyia Kot TNV KATAVORS) TWV HEYQKAPUO-
Kuttdpwy, kabBwg kat oty  adénon Twv
SIKTUWTWY WWV TOU OTPWHATOC. Ot HETAPOAES
auteg, of kaBapd otohoywo - emimedo,
npoodidouv EOVa N omoin WLpEital pueho-
UMEPMAQOTIKG  veOMAaopa, EWBKOTEpa  TOU
tonov g Wonadolg Bpopfokutrapatpiag Kat
npwronaBoug puehoivwong kat Ba pmopovcav
V@ GUOXETIOTOUV HE QVBEKTIKOTNTA OTNV GUYKE-
KPLHEVN aywyr]. Ma To TeEAEUTaio auTtd, anapai-
TN Kpivetal n peAETn oe peyadUtepo aplBud
Sewypdtwv. Emuthéov, afilel va onpewBel ot
yla tnv amoduyr Stayvwotiknig mAdvng, Eivat
Qnapaitnieq TO00 N EMiyvwon Twv &V Adyw
petaBolwv, 600 KaL TO LOTOPIKO Tou acBevoud.
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NEPINTQzH AZOENOY2 pe XMA, ANOEKTIKH 2E 2n¢ kot 3ng TENEAZ TKI

1AlpatoAoyikr) KAwikn, Navemiotnpako Fevikd Nocokoueio Adploa, 2Epyactrplo Fevetiknig kot Movidiakng Osparmeiag, IBEAA, 3Epyaoctrplo Alpatoloyiag, IBEAA

2konoz

OL avaoTOAELG TNG TUPOGCVIKIG KLVAONG
(TKI) otnv mpwtn ypoapun Bepaneiag,
£€xouv auénoeL tn ouvolikn emBiwon oto
MEYOAUTEPO TTOCOOTO TWV ACHEVWV LUE
Xpovia pueloyevn) Aeuyaiuia (XMA).
Artieg avenapkoU G avtanokpLong otn
Bepamneia pe TKI, anotehouv ot
METOAAALELG:

* TOU YoviSiou ABL

*  TwV yoviSLwv mou eAéyxouv tov
KUTTOPLKO TIOAAQTAQGLACUO

* TWV yovidiwv mou gAéyxouv
ETIYEVETIKOUG LNXAVLOUOUG
ZKOTOG TNG Epyaciog ival n
napouocioocn acOevoug pe XMA pe
unoféAtiotn andavinon oto NILOTINIB
ko oto PONATINIB.

Muitipotent hematopoieti
=" stem cell (CD34+)

Common |
fymphoid
progenitor

[ common
) myeloid
| progenior

[ I 1 ]

= Envihrocyle Mast Cell Myeloblast
Megakaryocyt .
e | T
7
S Thrombocyte @ n
Neutrophil  Basophil  Eosinophi
+ 1
Essential Polycythemi  Primary || Chronic myeloid leukemia
thrombocvthemi ~ avera  myelofibrosis o
DY 2 »
MugloUnepmAQoTIKA XMA
NeorAdopata

Evayyehio KouBatal, Oe66wpog Aoumngs, Ztapativa Pouooous, lewpyia Ztedavi?l, Katepiva Zwn3, Newpylog BactAdmoulogl2

NAPOYZIAZH NEPIZTATIKOY

Avbpacg 65 etwv mou umoPARBnke oe E/E Aoyw Aoipwéng oupomotntikol, epdavios Asukokuttdpwon (WBC: 102.000 K/ul), avauio
(Hgb: 11 g/dL) kot aipometdAia ota avwtepa GUOLoAoYIKA Opla. To emixplopa ATav cupBatd pe XMA, EVW O OUTELKOVLOTLKOG
€\eyxog €belfe nmatoomAnvoueyolia. O KUTTTOPOYEVETIKOG €Aeyxog aveédelée tn petabeon t(9;22)(g3;911.2), evw O HOPLAKOG
£\eyyog thv mapouaia ber-abl petaypadwv (42,71% IS). O acBevrg té€Onke o€ aywyn pe NILOTINIB.

‘Eva XpOvo WETA, 0 aoBevrg METUXE TIANPN KUTTOPOYEVETIKI) OVTOTTOKPLON XWPIC OHWE Heylotn poplakn avtamokpion (MMR)

(0.096% 1IS), evw mapepeve otaBepd uYPNAOG 0 aplOUSE Twv atpomeTohiwy (530-760 K/ul og StadoyLkég LETPAOELS). H avtamokplon
KpiOnke umoBEATioTtn, cUUPwWva Pe TIC 0dnyieg Tou ELN (2020) kot akohouBnoe £Aeyxog yla Hetalagelg Tou yovidiou ABL mou
NTOV 0PVNTLIKOG.

Meta ano 30 unveg Bepaneiog pe NILOTINIB, Aoyw pn avtamokplong twv ber-abl petaypadwv oe eninedo <MMR (0,4-0,22%lS), o
aoBevng t€0nke o véo BepameuTtikd oxnuo e PONATINIB, xwpi¢ wotdéoo onuavtiky peiwon twv ber-abl petaypadwv (0,11-
0,14%IS). AkohoUBnoe epattépw Stepelvnon HetaAAdéewv oe 81 yovidSia (cUvolo ewviwv 1 TEPLOXEC AUTWV) TTOU EUTIAEKOVTAL
OE OLUOTOAOYIKEC KaKONBELEG HEe Tpoodloplopd aAAnlouxiog Seutepng yeviag (NGS) pe t xprion tou kit KAPA HyperPETE Choice
oe mhatdopua lllumina NovaSeq.

Ao tov €Aeyxo, avadeixbnkov ot petalhagelg MPLWS515L (VAF 25.33%) kot DNMT3AR882C (VAF 45.85%), xwpig petallatelg oto
yoviéio ABL.

AvSpacg 65 etév pe WBC: 102.000 K/pl, Hgb: 11 g/dL

€Aeyxoc¢ petaAAdéswv TOU
ovidiou ABL: apvnuko
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2YMIMEPAZMATA

*OL petaM\agelg ota yovibia MPL, DNMT3 kol ta
auénuéva PLT tou aocBevoug, umodnAwvouv thv Umapén 20V
puelolmepmAaotikol veomAdopatog (MYN).

*Eivaol TO TPWTO OXETIKO TEPLOTATIKO otnv BLBAloypadia,
evw €xeL avadepBel n cuvinapén Ph+XMA pe JAK2V617F 1
CALR petal\agewv.

¢ H 8ladopetiky ekmpoownnon tou deltepou MYN og
eninedo VAF, unobnAwvel tnv Umapén 6Vo Sladopetikwv
KakonBwv KAwvVwv.

*‘Opwg, N BpoppokuTtdpwon Kot N UTIOREATIOTN HOPLOKN
avtanokplon, dnAwvel ot iowg n PAAPn Bploketal o éva
KOWO apxéyovo KUTTapo oto omoio ot MYN peTaAAALeLS
£€XOUV EMNPEACEL TO TOAAQIMAQOLACTIKO SUVAULKO UE
anotéleopa, ta TKI va aduvatouv va ¢tacouv oe Babua
poplakn Udeaon.

*Aev pmopoUpe va Slakpivoupe €efeAIKTIKA TOLO QMO Ta
600 HUEAIKA veoTIAGopaTa TTpONYHBNKE.

*JUMMEPACHATIKA, TUXOV  QITOKAIVOUOEG  OULUATOAOYLKEG
UETPNOELG o €vav acBevr] pe XMA umopel va Sikatodoyouv
MeEpATEPW  Slepelivnon  YEVETIKWY  OEKTWV  TPOC TNV
mBavotnta mapouaciag evog MYN.
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OEPANEIA AZOENQN ME AAHOH NOAYKYTTAPAIMIA ME POMNETKINTEPOEPONH

s g AE
H aAnBn¢ moAukuttapatpio anotelel pla
puehoUmepMAQOTIKA Slatapaxn mou
Xapaktnpiletal ano eniktntn LETAAAaEN
oto JAK2 yovidlo pe anotéAeopa thv
QVEEENEYKTN TIOPOY WY ALUOTIOLNTIKWY
KUTTAPWYV OTOV MUEAOS TwV ooTwv. H
porneykwtepdepovn ahda-2B amotelel pia
aodalr] Kol aroTeEAECHUATLKY OEpaTEUTIKN
emhoyn og BaBog xpodvou, £xovtag
enibpaocn TG00 oTNV KALWVIKY ELKOVA 0G0
KaL otnv naboducloloyia TnG vooou,
OTMWG GAVNKE OE TUXALOTIOLNMEVEG KALVIKEG
ueA€Tea. [1,2] Ztnv mapoloa HeAETn
TEPLYPADETOL N EUMELPIA TOU KEVIPOU MG
LLE TNV XOPryNnon Tou Mapanavw
dapuakou.

AcBeveic katL uebodot

‘Eywe avadpoptkn kataypadn twv
000evwv pe aAnOn MoAuKuTTOPALULA TTIOU
TopakoAouBouvTaL 0TNV CLULATOAOYLKNA
povada tou voookopeiou Kat EAapav
poreykwtepdepovn akda-2p ta teleutaia
600 £tn. Kataypadnkav ta dnpoypadika
XOPAKTNPLOTIKA, N ApXLKA KALVIKA Kot
£PYQOTNPLAKN ELKOVA TWV 00BEVWY, Ta
LOPLAKA KOl KUTTOPOYEVETIKA
XOPAKTNPLOTIKA TNG VOOOU, OL
nponynBeioeg Oeparneiec kaL n epdavion
avemBUpnTwy evepyslwv. MNa 6coug
aoBeveic elyav cupumAnpwoel éva £tog
Bepamneiog mpaypatonol|Onke cUyKpLon
TWV TIOPOTTAVW TAPAUETPWY OTNV EVapEn
KaL ETELTA oo Eval €T0G Bepamneiog e
porneykwiepdepovn ahda-2p. [3]

AANDA-2B - H KAINIKH EMMEIPIA ENOZ KENTPOY

Bputtia M., Naowadn X., AnootoAonoUAou X., Zopuna A., Toakatikog .,
FkovtomoulAog K., OwpomnouvAog O., Manna B., MNanayswpyiov X.
B’ Nportaideutikn) NaboAoyikn KAwikr) -AipatoAoyikn Movada, NN «ATTIKOV»

’

AnoteAéouata

JuvoAwka 20 aoBeveig, 13 avdpeg kat 7 yuvaikeg Pe péon nAwkia ta 63,8 €tn, EAaBav pomeykvtepdpepovn aida-2f and tov Mdaptio Tou 2021 wg tov Mato tou 2023. To 40%
Twv acBevwy eudAVIE CULMTWHATO TNS VOGoU Kat oXedOV To cUVOAO Twv acBevwv gixe umtoPAnBeil oe adaluagelg kat Aapupave napdAAnAa acmipivn. Ané to 6Uvolo Twv
aoBevwv, To 50% epdavios AN PN apatoloyikn Uheon e SLARESO XPOVO WG TNV OVTANOKPLoN Toug 10 pnveg (eUpog: 3-24 UAVEG). IXETIKA e TOUG aoBeveig tou
olokAnpwoav 1 €1og Bepamneiog mapatnpndnke oto 55% MANPNG ALLATOAOYLK AVTATOKPLON, 0T0 36% otaBepn vOoog Kat 0to 9% mpoodog vooou. Eniong, emteuxOnke
pelwon NG ouxvotntag epdaviong tou petaAlaypévou yovidiou (VAF: Variant Allele Frequency) kotd 27,6%. OL avemiBUUNTEG EVEPYELEG TIOU Kataypddnkav NTav KUpiwg
BaBpoL 1 kat 2 kot epAapBAvVOUV TG BUPEOELSIKES SLaTAPAXEG, TNV KOATIKI LOPLOLPUYT) KO KUTTAPOTIEVLEG,.

JuunmEpAopATA

H undBeon tng cupPBoAng tng pomeykiviepdepovng alda-2p otnv avaxaition tng €EALENG TG aAnBolg moAukuTTapatpiag daivetal va emBERALWVETAL KaL OTNV KABNUEPVN
KAWVIKA TIPAEN Ue TNV peiwaon tou VAF tou petaAlaypévou JAK2. [1,4,5] H xopriynon tou papudkou emédepe AmMOTEAECUATA OTO £VA £T0C E TNV MAPoUcio Kupiwg xapuniol
BaBuol avermBUupunTwWVY evepyelwv. MNapdpoleg HeNETeg o peyahUTeEPOUC TTANBUGHOUC KaL yia LEYAAUTEPO XPOVLKO SLaoTnpa tapakoAolBnonc uopolv va cupBaiouv Toco
otnv Babltepn katavonon tg GUUBOANG TG OTNV ATIOKATACTACN TG ALUOTIOiNGNC 600 Kot 0TV KAAUTEPN afloAdynon twv acBevwy Katd tnv SldpkeLa Tt Oeparmeiac.
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JAK2 VAF% évapéng JAK2 VAF% Meta 1 etog

Mepikn Udeon
Ewova 1 Ewova 2

Ewova 1 : mooootd avtandkplong twv acBevwy enetta and 1 £10¢ xoprynong poneykviepdepovng aida-23

Ewkova 2: MetaBoAn tng ouxvotntag epdaviong (VAF) tou JAK2 yovidiou émelta amo pomneykivtepdpepovncaida-2B yia 1 €tog

Ektporm e OMA

B NApng vdeon
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