nMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oeparneia-Epeuvva



Oykol armo tn Nwtiaia Xopdn

Aakwwtakn EAeuBepia
Entikoupn KaBnyntpla MaboAoyikn¢ AVOTOULKAC
A Epyaotripto NMaBoAoyiknc Avatoptkng EKMA



Nwtlaio Xopdn

» Epdavion otic mpwteg 2-3 BSopAdEC KUNONCE KATA TN HEOCH YPAMMA, XPNOLUEVEL
w¢ Baon tou afovikol okeAETOU

» MEeta tn yévvnon, KEPUATIONOG TNG vwTLlaiag Xopdne, MEPLOPLONOS OTNV
KEVTPLKN Hoipa Tou HECOOTIOVOUALOU SioKoUu

» Ztnv mAsoPnoia twv neputwoswv, e§odavion Twv KUTTAPWV TNE VwTLaiag
Xopdn¢c néxpL to 10° £tog {wnc



» Eyxopdwon
» KaAon0n¢ Oykog €k tng Nwtiaiag Xopdng

» Xopdwua

» Ot aAdowwoeic ek tn¢ Nwtiaiac Xopdn¢ Exouv kovo
avoooatvoturno (CKs, $100, brachyury +)

» Brachyury: petaypadikoc mapaywv amapaitntoc yia T
Stadopormnoinon tnc vwtiaiog xopdc Kat tnv e€eldikevon Twv
POAXLOLWV LECOSEPULKWV OTOLXELWV



Evxopbwon
(Ecchordosis)

YROAepa TG EUPBPULKAC vwTLOiaG XOPSAC LLE MEPLOPLOUEVN
ovantuén. Anopaitntn n aKTVOAOYLK] CUVEKTINON yLO TOV
OItOKAELGUO Xopdwpoartoc!!



Evxopbwon

» Evtomnion: Kotd punKkog tng Heonc ypaung (KNZ), oo to ToupkLko edummio €we tnv
LEPOKOKKUYLKNA TtepLloxn (TuTilk evOOoKpaVLOKA EVTIOTILON: TIPOKALTLOLA TTEPLOX TNC
npoyepuplkng detapevncg), ouvnBwe ota EPLE palaka popLa, XL EVO0oTIKA

» KAwikn wkova: Zuvbwc aou UMTwHATIKOL, omavia alpoppayia otn yeédupa R
ouplyyla ekponc ENY

» 0,4% touv MAnBucpou

» Aktwvoloyika Evpripata: MRI: Amia avénuévng Evtaonc o oxéon pe to ENY otig Tl
akoAouBiec, opoloyevwe auénUevng évtaong o€ oxeon pe to ENY otig T2
akoAouBiec
CT: Antouoia 00TIKAC KaTtaoTpodnC, amouaoia evioxuong LETA TN xopnynon

TIOPOLUOYVNTLKAC OUCL0C, MOPOoUCia OGTELVOU LioXou 0 omoiog ekpUETOL QMO TV

KALTU (oAU XxopaKTneLoTko pna)




Evxopdwon

» Makpookoruikn epdavion: LeAatvwdng palo Alywv XA €wg 3k

» Meyadlou peyeBouc emBnAtopopda kittopa o€ xopdEc N aBpoioelg, pe
oTpoyyuAoUcg/woeldeic mupnvec Kat aAdOovo SLauyEC-NWOoIVOPLAO KEVOTOTILWOEG
kuttaponiAaocpa (METAAH OMOIOTHTA ME XOPAQMA)

» MowkiAn moootnta Baoceddpilov puéoetdol¢ CTPWHATOC

» Amouoia MUPNVIKAC OTUTTLOG, LITWTLKAC SpaotnpLlotnTos, VEKPWOoNC



Evxopdwon

MeyaAou peyeBoug emlBnAtopopda KUTTAPA UE HLKPN TTocoTNTA BaceddPpIAOU OTPWHATOC

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Evxopdwon

»XpnleL adaipeonc povo av divel cupnTwpota

» ANAoiwon xwpic KAWVIKA onupooia (mEpoav Ttng
oNMAVTIKAC AA amno xopdwua)



KaAonBnc¢ Oykoc ek tnc Nwtiatog Xopdnc (KONX)
(Benign Notochordal Cell Tumor)

EvéooTtikn, BpadEwe avantuocopevn, aAloiwon ano
KUTTOpO TNG vwTtiaiac xoponc, e kaAondn cuunepirpopa




KaAonBng Oykog ek tng NwTtLaiog Xopong

» Evtomnion: Kotd UnKog tne MEonC YPoUMAC (Baon kpaviou-23): IMZZ: 29,5%,
Kokkuyac: 17,5%, AM22: 17,5%, OMZ2: 11,5%, moAvU onavia ekto¢ aéovikou
OKEAETOU, TTOAU omavia eEWOKEAETIKA

» KAWLKN €lKOVOL: OOV UMTTWHATLKOC (Tu)oiio elpnua), ortaviwe SutAwria, pelwon
OTTTLKWV TIESLWV

» AktivoAoywka Evpriparta: A/T: povipnc cuvnBwce aAlolwon, avwpaAn eEpLOXN

OKANPUVONC EVTOC TOU oWATOC Tou ortovdUAou (AA atpayysiwpa)

MRI: loogvtovn N avénpevne evtaonc aAloiwon otig T2 akoAouBieg xwplg
okLaypadLkn evioxuon, xwpic ootk Aon, e amouaoia ) oAU pkpn €€00TLKNA
ouviotwoa (AA xopdwpua)

CT: aM\oilwon avénpevng mukvotTnTog Pe avwipaAn rtapudn, ouvnBwe MeEPLOPLOUEVN
£VTOC TOU owpatoc tou ortovduAou, ENMI MAPOYZIAZ AYTIKHZ 2YNIZTQZAZ
MIOANOTHTA ANAMNTY=H2 XOPAQMATO2



KaAonOng Oykog ek tng Nwtiaiag Xopdng

Moakpookorikn epdavion: evéootikn avantuén, né<lek cuvnOwe, oraviwe peyaAUtepou HEYEOOUC
ME KataAnyn Tov cwWHATOC TOU oTtovOUAoU, okAnpnc ocvotaonc xwpic eAatvwdn udn Kot LE

neplyparntn napuvdn

MeydaAou peyEBouc moAvywvika emiOnAtopopda kuttapa o adpoioslg, pe otpoyyuAoUc/woeldeic
TUPNAVEC LE ATILO MUPNVLIKO MAELOpOPPLOUO Kat AdOovo SLaVYEC-NWOWVOPLAO KEVOTOTILWOEG
KuttaponAacpa, mtbavin napovoia PAS+ PAS-D+ ocdatpdiwv

AMNOYzIA MY=OEIAOY2 :TPOMATO2

Anoucia HITWTIKAG SpaoctneLlotnNTos, VEKPWONG

KaAd adoplopévn aAloiwon ortd oKANPUVTIKEG OOTIKEC SOKIBEC, e mayidevon atpononTikou
MUEAOU



KaAonBnc Oykoc ek tnc NwTtlaitag Xopdnc

Oodulkog ormtovdulog pe KONX:
woeLdelc AeukodaleC AANOLWOELC
evOOUUEALKA

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021




KaAonBnc Oykoc ek tnc NwTtlaitag Xopdnc

KaAd eplypamtes KUTTAPLKEC aBpoloeLg oL omtolec meptBaAlovTol amno aviidpaoTtikoé ootouv. Ta

KOTTapA £X0UV APOOVO SLOUYEC KUTTAPOTIAQCHA KOl EUSLAKPLTN KUTTAPLKN HEUBpAvN
Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



KaAonBnc Oykoc ek tnc NwTtlaitag Xopdnc

Ta kOTTOpa €XouV AdOovo SLAVYEC 1 NWOLVODIAO KUTTAPOTIAQCHA KOl EUSLAKPLTN KUTTAPLKN
HEUBpavn. OL MUPVEC £XOUV TTOLKIAO LEYEBOC Kal ATILAL ATUTILA, EVW TTOPOTNPOUVTOL EEWKUTTAPLA

odarlptdla (kekappEVo BEAOC), aAAA OXL LUEOELOEC UTIOOTPW AL
Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



KaAonBnc Oykoc ek tnc NwTtlatag Xopdnc

E€wootikoc KONX: Ta kUttapa €xouv adOovo kevoTomlwdec SLauyEC | NWOVOPLAO KUTTAPOTIAACHA

Kol eudLAKpLTN KuTTOPLKA HEUBpPAvNn. H aAAoiwaon Sev kataotpedel To MEPLOOTED
Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



KaAonBnc Oykoc ek tnc NwTtlatag Xopdnc

Kepativn AE1/AE3+

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



KaAonBnc¢ Oykocg ek tn¢ Nwtiaiog Xopdnc- Atadopikn Aldyvwon

> Xopdbwua: MY=OEIAEZ I TPQMA!!!l ootk Katactpodn, E€00TIKN EMEKTAOCN KOl EMEKTACN
oTa MEPLE LOAOLKA popLa

» YrnoAeippota Nwtiaiac Xopdng: evtonion oto pecoomovdUALo 8LoKo, OXL 0TO CWHOL TOU
onovSuAou

» Metaotatiko Kapkivwpa: brachyury (-), S100 (-), mapouvcia PUTWOEWV, CNUAVTIKNAG
KUTTOPLKAC QTUTTLOLG KoL SECUOTTAQLOTIKAC avTidpaonc

> XovdpooAdpKWHA LE SLOLUYOKUTTOPLKA OTOLXELO: TTOLPOUCLOL GUVLOTWOOC VEOTIAQLGLOLTLKOU
XOvoépou Kol petamAaotikol ootoU, brachyury (-)

» Eyxopdpwon: e€wooTIKA EVIONLON, mapouvcio LUEOELBOUC OTPWOTOC

» Nayldevpéva AutokUTTOPa ALUOTIOLNTIKOU HUEAOU



KaAonOng Oykog ek tng Nwtiaiag Xopdng

» E€oupetikn mpoyvwon, mbavn Bpadsia av€énon HeyEBouC HE Ta XPOVLA, WOTOOO,

» ANOTEAEI NIGANH NPOAPOMH AAAOIQZH TOY XOPAQMATOZ (BBAloypadika
ovopEpovtal MoPOHoLa AVATOOMLIKA Katavour, cuvunopén e xopdwpua, avodepOMEVN
g€aAAayn o€ xopdwua), €€ ouv Kot

» Zuviotatat n mapokoAovOnon twv acBsvwv pe KONX aktivoloyika ywa tibavi avamntuén
XOPSWHATOC



Xopdwua
(Chordoma)

Kakon0Ong oykog He GpatvoTumo OLOLO E ToL KUTTOPO TNG
vwTtilaiag xopdng, o omoio¢ avantuoostal cuvROwg eEvOooTIKA
OTOV a§OVLKO OKEAETO




Xopbwua

» Evtorion: evOoOoTIKA eVvTOC afoVIKOU OKEAETOU, oTtaviwe og AAAeC Boelg, 29-50%
0TO LEPO 00TouvV, 32-35% otn Baon tou kpaviou, 15-32,5% oTLC KLVNTEC LOLPEC TNG
22

» KAWLk elkova: cupmtwpato Adyw tng evrtornong (my SutAhwmia av n evtomnion ival
n BAaon tou Kpaviou, AAYOC Kal ETILOXECN 1 AKPATELO KOTIPAVWY OTO LEPO 00TOUV)
Muwkpn nAwia epdaviong-evionion otn Baon tou Kpaviou-moAAamnAol oykor ——

ouXvn KAWLKN ERPAVLON OLKOYEVWV TTEPLITTWOEWV

> 0,08/100000 tAnBucpoc/€toc, ~5-10% TwV MPWTONAOWV OYKWV TV 00TWwV, 47—8"
dekaetia, 5% twv xopdwudtwv o acBeveic <20 stwv (Bdon kpaviov)

» Awttodoyia-MpodlaBeoikol mapayoviec: -mBavn avantuén oto £édadog KONX
-Owkoyeveic popdec oxetil{opeveg pe untepekdppoaon tou yovidiov T-brachyury, --
-avénUEvn enintwon og aocBeveic pe olwdn okAnpuvon



Xopbwua

» AktivoAoyka Evupripato: A/T: Autiki aAlolwon PE oxNUOTIoONO palog oto mepLE
HLOAQKA popLa e TILBAVEC EMOCBECTWOELC, UE EKTOTILON TOU 0pB0U yla TOUC OYKOUC TOU
LEpOU
MRI: évtova avénuevng evtaonc otic T2 akoAouBieg
CT: aktivodlavyaotiky aAAoiwon HE 00TLKN Kataotpodn

» Moploko MpodiA: 16% petaAAagelc tng 060U PI3K OspareuTikwe ot€LOTOLOLUEC
-ALtAaoLao O Tou yovibiou T-box 0to 27% TwV OTIopAdLKWVY TIEPUTTWOEWV
-10% amevepyomolntikn LetdAAaén tou LYST
-EKppaon p- KoLt OAkoU EGFR: 47% kol 67% Twv EPUTTWOEWVY, Xopnynon EGFR

QVOLOTOAEWV
-Avadepopevec petarlacelc os ALK, CTNNB1, NRAS, PIK3CA, PTEN, CDKN2A



Xopbwuo

» Makpookorikn epdavion: pala nokilov pey£Bouc (Baon kpoaviov 2-5¢k, Lepo >10ek),
noAuAoBwtn, Asukodatn kaotavodatn Kot LeEAaTtvwdng

» NoBLa peyalou peyeBouc emtOnAlopopdpwv KutTTApwv o€ XopOEC N abpoioelg, pe HEGOU PEYEDOUC
oTPOoYYUAOUC/woeldelc MUPNVECG He HIKPA TTupARvia | PeudoéykAeilota Kot adOovo nwaovodiio
KeEvOTOTLWOEC KuTTapOTAaopa HE BAEVVWOEG UALKO (PpuoaAdwdng epdavion)

» MowiAn noootnta Baccdpilov HUEOELSO0UC OTPWIOTOC

» MBavn mapovoia nAstopopdpLlopol Kat atpaktopopdng popdoloyiac i ECTLWV VEKPWONG

» Mukpn pLItwTtikl dpaoctnplotnta

» AIHOHZH MYEAOXQPQN KAI OZTIKOY MAOIOY ME ENEKTAZH KAI ZXHMATIZMO MAZAX MAAAKQN
MOPIQN




Xopdwua-YomoLKIALEG

> Xovdpoeldég Xopdwua: mepLloxEC cUMPBATIKOU XOPSWHATOC KOl TTEPLOXEC VEOTIAQCLLOTLKWYV
KUTTAPWV EVTOC BoOpiwv, Le mapouoia valoeldouc otpwpatog (opnolalovoeg e
vaAoeldn xovépo) (AA xovdpoodpkwua), cuvROwe otn BAcHn TOU Kpaviou

» Anodiadopomnolnuevo Xopdwpua: mMePLOXEC CUMBATIKOU XOPOWUOTOC KOl TLEPLOXEC

uopdoloyika opotec pe uPnAnc kakonBeLac adlodpoponointo MAsLOpop PO CAPKWUA
(CKs-, brachyury-) pe mOavn n

, LETaAAA€ELC TOu TP53, TOXEWC EMOELVOUEVN KAWVIKA ELKOVOL

» Xopdwua ntwyng dtadopomnoinonc: avénuévn kuttapoPpibeia, avénpuévn mupnvikn
OLTUTTLOL, VEKPWOT KOl LLTWOELG, MLKPR TTOCOTNTA OTPWHATOC, Titbavoi pafdoeldeic
xapaktnpeg, AMOYZIA KAAZIKHZ OYZAAIAQAOYZ EM®ANIZHZ KAl MEFTAAHZ NOZOTHTAZ
MY=ZOEIAOYZ I TPQMATOZ, cuviOw¢ otn Baon tou kpaviou kat AMZZ, AMNQAEIA

EKDPAZHZ INI1 ko antwAsia xpwpoowpatog 22q kot SMARCB1 (riBavn dtayvwotiki
xpnon, avixvevon delISMARCB1 pg FISH)



Alpoppaylkn padla n omoio KATtaoTpEPEL TOV KOKKUYQ KOL TO LEPO 0OTOUV

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



NOBLa kuttdpwyv pe adBovo nwaovodilo R «pucadwdeg» kuttapomAacpa kat ddBovo HuEoeldEg

UTPwP-a Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Brachyury Keratin

Quoalibodopa kuTTAPA UE
€VOOKUTTAPOTIAQCHATLKA SLaUyr KEVOTOTILA

KOLL TTUPHVEG LE EUKPLVI TTUPAVLA
Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Brachyury Keratin

Xovdpoeldec xopdwua
Meploxni mopopoLa He

VEOTIAOLOLOLTLKO UOAOELON
XéVG po Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Meploxeg Keratin
artodLadpopoTOLNUEVOUL Kall

oUMBATIKOU XOpSWHATOC

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Xopodwpua

Xopdwpa rntwyng dtagdoponoinong
Auénpevn KuttopoPpiBeLla Kal KUTTAPLKNA
aturia, HeyAAol TTUPAVEC LE NWOLVOPLAL

TIUPNVLA KOLL ATTOUCLOL OTPWHLOTOC

Arnovucia ékdppaong INI1

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



=6adoc KONX

WHATOG OTO €

I

Avarmtuén xopd

Nielsen-Rosenberg, Diagnostic Pathology: Bone, 2021



Xopdwpa- Atadopikn Aldyvwon

» Metaotatiko Kapkivwpa: S100-, brachyury-
» Xovépooapkwpa: CKs- (omavia +), brachyury-

» KaAonOnc Oykoc €k tng Nwtiaiog Xopdng: ANOYZIA MY=OEIAOYZ :TPQMATOS,
NMEPIOPIZETAI ENAOZTIKA

» Atunog Tepatostdnic Papdosdnc Oykoc: brachyury-



Xopodwpua

> Oepanevutika cuvduacpoc AKO kat xelpoupytlkng e€aipeonc, overall median survival 7 €tn
» ZNHOVTLKOL TPOYVWOTLKOL MaPAYOVTEG: EVTOMLON, HEYEDOC, e€alpeaipotnTa

» OykKol LEpoU 00TOoU: KAAUTEPN MPOYVWO Kat OS amno Tig AOUMEC EVIOTILOELC,
5eTAC emBiwon: 60-95%, 10etA¢ emiBiwon: 40-60%, TOTLKA UTTOTPOTN HETA ano ateAn e€aipeon

> 0ykKol KvnTAC potpag £2: mAnpnc €aipeon duoxepng,
5et¢ emBiwon: ~55% e mMocooTto unotponig 62-75%

» Xepotepn npoyvwon: Baon kpaviov, peyalo peyedoc, ORAv pUAo, nAkia>40, xopdwua
ntwync dtadoponoinong

» Metaotaoslc (<5-43%) og mvevpova, d€pua, ootd, Aepdpadevec

» Anodladoponoinpévo xopdwua: Xeiplotn mpoyvwon, YEVIKEVUUEVN e€anAwon oto ~90%



