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METAZTATIKA QAIOXPQMOKYTTQMATA KAI NAPATAITAIQOMATA-AEAOMENA ANMO TO
ENAOKPINOAOTIIKO TMHMA ENO2z TPITOBAOMIOY NO2OKOMEIOY
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METABOAIZMOY KA
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EI2AICQIMH

Ta mapayayyAlwpata (PGLs) kot ta gpaloxpwHoKUTTWHOTO
(PHEOS) elval omaviol veupoeVOOKPLVLKOL OYKOL TwV YayYALwv
TOU cupnoBntkol/mopacuuUmadnTIKoU CUCTAUOTOC.
Metaotatikn voooc napouaotaletol oto 10-17% twv
MEPUTTWOEWYV, EVW UNTOPEL va epdavioTel akopa kot 10 xpovia
LLETA TNV apXLKn dLdyvwon.

2KOMNOx

H peA€tn tnC BEpATTEVUTLKNC OVTIMETWTILONG TWV A0OEVWYV UE
LLETOOTATLKO PALOXPWHOKUTTWHUO KoL TtapoyayyALlwuaL.

MEOOAOAOI'IA

YUANEXONKaV avadpopka Kat avaAuOnkov kKAViIKa dedopeva
27 ao0svwv pe petaototika PHEOs/PGLs rou
nopakoAovOnBnkav oe eva tpLtofaduto voookopeio (Kevtpo
Eumnepoyvwpoouvng Zrnaviwyv Evéokpwvoloyikwv Noonuatwy,
'NA AAIKO).

ANOTEAEZMATA

d Awdpeon nAwio Stayvwonc twv PHEOs/PGLs tav ta 39
£TN.

J E€&L aioBevelic (22%) nopouvolaooyV LETAOTACELC CUYXPOVA UE
™ dtayvwon evw ot urtoAourtot 21 (78%) avemntuéav
LLETOLOTAOELC KOTA TN SLapKeLla TNG mapokoAouOnong
(6Lapeon twun:7 €tn).

d To 60% twv PHEOs kat to 40% twv PGLs ntav
OPHOVOEKKPLTLKAL.

d Tevetikoc EAeyyoc mpaypotonotnOnke oto 59% twv
aocBevwv (n=2/12 aocBeveic pe PHEOs kat n= 7/15 pe PGLs)
e ropoucia ta®oAoykwyv peTaAAdéewv oto 56% Twv
acBevwv (n=8 pe petalaén SDHx kat n=1 pe petaAloén
EPAS1).

d H éudpeon emBiwon eAevBepn vooou (PFS) amo tn otyun
¢ duayvwonc twv PHEOs/PGLs pExptl tnv epdavion
LLETAOTATLIKAC VOOOU Ntav 5,9 €tn

[ SuvoAwa 5 aoBeveic aneBiwoav .To mopatnpoUEVO Table 1.
nooooto Bvntotntac ntav 21%.
. ) ) ) ) Population N
d T€ooepic aoBevnic xabnkav Kot TNV napokoAovOnon
Number 27
(Table 1) M:F n(%) 11/27 (40.7%): 16/27 ( 59.3%)
J H didpeon tun tou deiktn Ki-67% ntav 5 . Tumor type
J H Swapeon tpn tou PASS score yia ta PHEOS Atav 7. _PCs: PGLs n(%) 12/27( 44.4%):15/27( 55.6%)
J H dudpeon twpr) tou GAPP score yia PGLs Atav 6 . Mean age (sd ) yrs 39 (sd 15,6)
(Table 2) Functionality 20/27 (74%)
- PCs: PGLs n(%) 12/20 (60%):8/20(40%)
OEPANEYTIKA I XHMATA Metastatic disease 27
H tormikr] UTIOTPOTH OVTLUETWTILOTNKE E : i e el 6/27 (22.2%)
-during follow up 21/27 (77.8%)

1. AktwoOepaneia = 6/27 aoBevelc

Genetic analysis

2. Acgvtepn XEWPOUPYLIKA eNEpPacon = 10/27 aoBevelc

3 Toi , , > 2/27 acBevel -n(%) 16/27(59%)
. LTN XELPOVPVIKN EMEUBOC o.oOevel
PLTN XELPOUPYLKN mBaon 5 -mutation(+),n(%) 9/16(56.2%)
(Table 3a) (SDHA x2, SDHB x 1, SDHD x 5,
EPAS x 1)
Mortality rate n(%) 5/23(21.7%)
T v avtipetwnon T TNLLOTLIKNC VC | VEL
, athy aviipetwion tne oUotNHATIKNGE VOOODL O aoBeve S Median follow up yrs (min-max) 7 (0.2-18.9)
eAafBav:
71 (6-233)

Median PFS mos (min-max)

1. XnuewoBepaneia pe  KukKAodpwodpapuidn-Bivkprotivn-
dakappalivn (CVD) R tepoloAopidn =2 10/27 acBevelc

2. AvaoTtoAE&ic TUPOOLVIKNG KLVALONG (MTT) ME

aouvm'\np.nnlkaunoZavuwBn/na(onavumn - 5/27 Table 2.
o0OeVELC
3. Padionentidia (PRRT) N 131MIBG—> 10 /27 aoBevelc Tissue characteristics Median Value
(Table 3b) z\r/]lqei:i:as).(i)zirzf the primary tumor 4.5(1.2-8.5)
(J H 8udpeon meplodoc vooou xwpic mpodoo (progression Median levels of Ki 67% Index {min-max) > {1-70)
free SurVivaI) PFS rl]TaV 5,39 W']VEC Yyl TOUG OLG@EVE[Q nov Median PASS score for PHEOs (min-max) 7(0-9)
e\afav xnuetoBeparneia, 6,96 UNVeC yLa touc aobeveic ou
é\aPfav MTT, 7,9 pnvec yia touc acBeveic mou €hafav Median GAPP score for PGLg  (min-max) 6(4-7)

padlomentidlar kat 36,6 pAVEC yla Touc aocBevelc mou
e\oBav Beparneia pe B31'MIBG. (Table 4)

2YMIEPA2ZMATA

Ta petaotatikd PHEOs/PGLs eival omavia emivedpldLlakd VooAoTa Kol N SLaxeiplon Touc amaltel TTOAUEMLOTNUOVLKI TIPOCEYYLON.
2TLC TIEPLOOCOTEPEC TIEPLITTWOELC, Ol LETAOTACELC Epdavidovtal TTOAAA XpPOVLIOL LETA TNV APXLKN Slayvwaon Kol cuxva TIOAAQTTAEC YPOUEC
Sladpopwv eldbwv Bepameioc. AvapeveTal Otwe N epdavion VEWV BLodelktwy avadeiéel TpoyvwoTlkouC BLodeLKTEC LKovoUC va
obnynoouv otnVv €mloyn tnc KATAAANANG otoxeupevng Beparmeiog.
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Table 3a.
Therapeutic strategies N %
Local recurrence
Radiotherapy 6/27 22.2
Second surgery 10/27 37
Third surgery 2/27 7.4
Table 3b.
Therapeutic strategies N %
Systematic treatments
Chemotherapy(CVD,temozolimide) 10/27 37
% 1stline 7/10
< 2M Jine 2/10
% 3 line 1/10
PRRTs/ 3'MIBG 10/27 37
< 1stline 7/10
& 20 |ine 1/10
& 3" line 2/10
MTT(sunitimib, everolimus) 5/27 18.5
% 15t line 2/5
& 2n Jine 1/5
& 3" line 2/5
Table 4.
Median PFS Months | Min-max - Fre
Chemotherapy |5.39 (3-55) o
PRRTS 7,9 (6.6-180) é i w T
1BIMIBG 36.6 (16-124) [ |
MTT 6.96 (2.7-55.6) 0_‘3!* & &
& & v
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