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EILATOIH

Ot KaKoNBEeLC OYKOL TIEPLPEPLKWV VEUPLKWYV EAVTPWV
(Malignant peripheral nerve sheath tumours, MPNST)
OUVLOTOUV LLLOL ETEPOYEVH OpAda oTIAVIWY ETIOETIKWVY
COPKWHATWY MOAQAKWY HLOPLWYV, TIPDOEPYOUEVA OTTO
KUTTOPO TEPLPEPLKWV VEUPLKWV EAUTPWV KOl EXOUV
dUOUEVEDTOTN TIPOYVWON.

Avarntuooovtal ortopadika (40%), emt edbadoug
nponynBevtoc aktvoBoAnuevou otou (10%), eite
ouvnBeotepa eni edadouc veupoivwpatwonc tumou 1
(NF1) (50%).

AoBeveic pe NF1 pepouv 8-13% peyaAvtepo kivouvo
ekdnAwonc. Ent mapovoiac NF1, cuxva MPNST
ekdnAwvovtal botepa amo kakondn e€aAayn
kKaAonBwv mAeypatosldwyv KaBwc Kot ATUTIWV
VEUPLVWHATWY. ATTOTEAOU LLEVOL ATIO VEOTIAQLOLOTLKOAL
KUTTOPO TNEG YEVEAAOYLKNC OELPAC KUTTAPWV TOU
Schwann, ta MPNST vnotporiialouv o€ riepinou 50%
Kol oL teploocotepol aoBeveic meBaivouv evtoc 5etiac
arto Tnv SLayvwon, mopa TNV XELPOUPYLKN e€aipeon, TNV
aktlvoBoAia kot TNV XnHeloBeparmela.

H avTlUETWTTLON TNC LETAOTATIKNC VOoOU Baolletal o€
TEPLOPLOUEVA HECA KOl APOPA KUPLWC KUTTAPOTOELKEC
XNULELOOEpATIELEC KAl TIOPEUPBATIKEC KAWVIKEC MEAETEC.

MEGOAOI KAl YRIKO

MeAetnOnkav avadpopka ta emdnULoAoyLKa,
LOTOAOYLKQ, KOL LOPLAKA XOLPOKTNPLOTLKA, N
OUOYXETLON ME oLUVOpPOU VEVETIKNC TtpodLlaBeonc
kaBwc KatL n ekBoon o 7 aacBeveic pe MPNST.
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ANOTEREIMATA

MeAetnOnkav enta acBeveic pe MPNST (appev: 5, BnAu: 2) kal
dtapeonc nAkioc 11.2 €tn (evpoc:4.5 -17.5), pe evtomioelg
npwtonabouc oykou: avw akpoa(n=1), kolkio-omiocBomepLtovaiko
xwpo(n=1), ttnovpida(n=1), katw akpo(n=1), tpaxnAikn xwpa(n=1),
evOokapolaka(n=1) kat evéomepikapdiaka (n=1).

Ta TPWTA CUMITTWHATO TTou odnynoav otnv dtayvwon adopovoavV
Kuplwc aAlyoc, SLoykwaon Kot VEUPOoAoYLKA EAAEippOTA.

OMot ot aocBeveic eAafav xnueloBeparmelia, pe faon TA TTPWTOKOAAA
CWS-Guidance 2009(n=5), Gemcitabine-Irinotecan(n=1) rtou
tpororntotnOnke oe SARCO06(ifosfamide-irinotecan)(n=2), Aoyw
QTTELKOVLOTLKNC eTdeivwonc N EAapfav e€apxnc xnuetobBepareia
Baoel mpwtokoAAou SARCO06(n=1).

To evtonlopevo otnv wtmoupida MPNST adopovoe deutepomadn
KakonOeLa o€ tponynBev SLAUVYOKUTTAPLKO ATUTIO UNviyylwpa gr i
OTIOU UETA XELPOUPYLKN €€aipeon €Aafe aktvoBepareia U
PWTIOVLA.

2 € Tpelc aoBeveic cuyxopnynOnke otoxevpuevn Bepameia e TNV
kAaoowkn: carfilzomib(n=1), bevacizumab/everolimus(n=2),

trametinib/bevacizumab kalt erdatifinib(n=1), Aoyw mpoodou vooovu.

>e 6/7 aoBeveic SLayvwoOnke ocuvOpoO YEVETLKNAC TtpodLaBeonc:
NF1 (n=5) kat SMARCE1 (n=1).

H dtayvwon tou cuvdpoou YeVETIKNC TtpodLabeonc eywve pe Baoel
KAwika kprenpla (avaBewpnueva kprtnpta NIH, study Legius et al)
KaBWC KOl LE YEVETLKO EAEY)O.

>e 2/7 aoBeveic TO OLKOYEVELOKO LOTOPLKO NTav BeTiko yia NF1.
AktwvoBeparmneia EAafav 3/8 aoBeveic ToTKA.

Me dlapeco xpovo napakoAovOnonc 3.14 £tn, 4 aoBeveic
Bplokovtal utto Beparneia, 1 oe follow-up kot 3 amneBilwoav peta 3
(n=1) kat 1 €t0¢(n=2) amo tnv dtayvwon.

No | @uho !'”\'Ki“ Evromon | Xeipoupy | XMO | AKB Mpwra 20vdpopo O€TIKO ”“F)O"JC’“
Slayvwong OyKou gio CUMNTITWHOTA [FEVETIKAC olkoyeveiok | KaraoTaon
(eTn) TOU OYKOU : .
Tpodiadeong loTopIkO
(Méon: 11.2)
1 A 8.1 Kowia- NAI NAI NAI Tuxollo evpnua NF1 NAI Ev (wn, o€
OnoBomepttov nopoakoAovBno
aikO Ywpo N
2 A 14.9 Avw akpa NAI NAI OXIl Entwduvn NF1 OXI Y1o Beparneia
SLoyKwon
Avw AKPOU
3 © 4.5 Immoupida NAI NAI NAI AUOKOALEC SMARCE1 OXI Yo Beparmeia
Badiong, aAyog
oodUO0G
4 A 17.5 Katw akpa NAI NAI NAI | AAyoC KATw AKPOU NF1 OXI AmneBlwoe
5 A 14.1 TpaxnAlkn NAI NAI OXIl ALOykwon NF1 OXI Y1o Beparneia
Xxwpa TPAXNALKNG XWPOLG
6 © 11.8 Evbokapdlaka NAI NAI OXI | Mpokapdio aAyoc, NF1 NAI AmneBilwoe '
nepkapditida AcBevng No. 5
7 A 7.4 Evdormepikapdt NAI NAI OXIl Nepkapditida, OXIl OXI AmneBlwoe
K OLOKLTLKI KOl
UTTE(WKOTLKN
oUuAAoyn
MPNST
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LYMNEPAIMATA

H xelpoupykn e€ailpeon, aktvoBeparteia Ko
XNHELOBEpaTELO TTAPAEVOUV TPEXOUOCEC OEPATTEVUTLKEC
ETILAOYEC LLE XALNAQ WOTOOCO TTOCOOTA TIEVTAETOUC
emLBlwoncg, evw N mpooOnkn otoxevpevnc Bepameiog
e pavnke va PBeATLWVEL TNV TPOYVwWON.

Ta MPNST, av kol ortavia oTto YEVIKO TANBuGouo, eldka
OTLC VEOPOTEPEC NALKLEC oxeTL{OVTAL UE CUVOPOUO
yevetikne mpodlabeonc, cuvnBeotepa NF1.



