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ENAIA®EPOYEEX TIEPITITQXEIX

Xdpowpa oe éva bpépog. AouvAdng KAviKe €lkéva
Kat Topeia

Awk. LpdviQia-Mixail', Eip. Mnoévov-Mnovkovbaléa’,
Nik. Apvoyravvdkn-Avdna, 1. Xdyep’

Chordoma in an infant. Unusual presentation and clinical course
C. Strantzia-Michail, 1. Bonou-Boukouvalea, N. Arnoyannaki, I. Hager
Pathology Departments: “Aglaia Kyriakou” Children’s Hospital Athens and “Agios
Savas” Cancer Hospital Athens. Orthopedic Clinic of Children’s Hospital Penteli Attica

We describe a case of a typical Chordoma that presented in early infancy with
metastases in soft tissues.The tumor although left untreated, led a slow protracted
course for eleven years.

A male infant 2months old presented with multiple subcutaneous nodules of
the upper and lower extremities. At the age of 11 months, paresis of the extremities
was superimposed. CTscan revealed a tumor of the clivus with extension in the
posterior fossa and upper spinal canal. The tumor was characterized as unoperable.
A biopsy of the subcutaneous nodule disclosed histologically a Chordoma.The
family of the patient at that time refused any further therapeutic procedures. At the
age of 15 months a partial resection of the basicranial tumor has been attempted
and histological examinatrion confirmed the diagnosis of a typical chordoma with
small areas of chondroid metaplasia. There was slight polymorphism but no obvi-
ous mitoses. Immunohistochemical investigation showed that tumor cells were
positive for Cytokeretin, EMA, Vimentine and S100. At the age of 11 years the
patient succumbed because of a local extension of the tumor in nasopharynx and
spinal canal, compressing the brain stem. Subcutaneous nodules were also increased
in size (7cm).
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Ieprypdgerar mepimiwon xopéa)parog g 6aoea)g ToU 1<pavzov o€ €va Bpepog.
Ta 1010A0YIKA KQL avooowroxnpu«) XQPAKTNEIOTIKA Tou Oykou embebaiwoav 11
oidyvworn. H 1600 npdiun epedvion tov xopddparog e€ivar e¢aipetikd ondvia aAld
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KAl o TPOmo¢ KAWVIKI)G €upavioews Kai mopeiag g vooou eivar aovvridns. O
aodevijg eppdvioe 16n anod mv nlikia v 6vo punvov moAlamd, vroddpia ofidia
rov dewpridnkav peractanxkd. H véoog eixe Bpadurdn nmopeia kar o aodevijg Karte-

Anée omv nlikia wv 11 etwv.

Aélerg evpetnpiov: Xopdwpa, Baon kpaviov, naidiknj nAikia

EIXATQI'H

To x6pdwpa eivar éva omdvio vedmhaopa
IOV THOTEVETal 0Tt avantvooetal and xKoTapa
m¢ apx€yovng vetiaiag xopdng Tmov mapapé-
vouv adpavr Katd pAKog ¢ péong ypappng
TOU OOPATOg PETd TV TMALPY €CéNln o €ep-
6pvov. H evepyomoinon twv Kuttdpwv avtowv
xat 11 €¢éN) oug o€ vedmAaopa, mapatnpeEi-
1al ouvhdwg o€ atopa péong nhikiag pe xopv-
QuOoT| g ouxvotntog v 6" dekaetia. Ta xop-
owpata oy matdikry] nhikia eivar eCapenkd
ondvia xat napovotdlouvv peydho evolagépov
00Tt amd 1) PeNéTn) TV eAaXioTwV TEPUTTR-
oewV TOU €xouv Kataypagel ot BiBhoypa-
¢la, xatadekvoetal §on o dragépouvv amod ta
avTioToXa VEOTMAAoHATA TV eVNAIK®WV WG TTPOg
M OLXVOINIQ, TNV EVIOMON, TNV 10TONOYIKI)
ekova xat 1 bloloyikr] ovpmnepipopd.

ITEPITPA®H ITEPIIITQYXEQY

O aocdevrig oe¢ nhikia Vo pnveov €101xOn
oto ITawbratpikd Noooxopeio enedr| epgpdavile
moA\an\da vroddpta olidia ota Ave Kat KATw
AKpa, PE UTMEPXPWOT] TIG UTIEPKELIEVIC €TTL-
Seppidag. H @vomn twv olidiwv Sev Stevkprvi-
otnke KAvikd xat’ exeivn v mepiodo. Xe nhi-
kia evieka pnvev 1o Bpégog evepdvioe emi-
MA€OV CLPMTIOPATA TIAPECEWG TV Akpwv. H
afovikr] Topoypagia anekaAvye v mapovoia
6ykou avriotoixa mpo¢ 1o andxkhipa g 6d4-
0€mg TOL KPAViov, HE €MEKTAoT) TPOG TOV Ofti-
oo xpaviakd 660po KAl MV AVHOTEPT] AUXEVL-
K1) poipa 1ouv vwuaiov cwlrjva.

O 6yxo¢ KMVIKA XapaxTInPEioTNKe wg avey-
xeipnrog, ot de yoveic 1ov pikpov acdevr) ap-
vidnkav xade mepattépw depamevtkd xeipiopo.
Y auty ) xpoviky epiodo broyia evog ex twv
urtodopiny o(dinV anekd\uype TV 1GTONOYIKY|
eikdva Xopdwparog.

Ye n\ikia 15 pnvov emixelppdnke pepikn
extoprj T0V evokpaviakoy oykov. H 1otoho-
yikr| €€étaon embebaiwoe Vv veH TOL GYKOUL
¢ x0PdOPATOC.

Zmv nkia v 8,5 €wdv emedr vnrpxe
KA\vik1] vroyia anootjpatog oty ida mepto-
x1}, emxeprdnke véa xelpovpyiky napépbaon
0 8¢ agaipedeic 1018¢ €derle AN TV VYL XOp-
dopatog. Metd pakpd, bpadeia eehikuxr mo-
peia g vooov, o€ nhikia 1letwwv o acdevrg
UTTEKLYPE NOY® TOTHKNG €MEKTACEWG TOU OYKOU
m¢ 6doewg Tov Kpaviov ag’evég MPoOg TovV Pl-
VOQAPLYYa a@’€TEPOL TIPOG TNV avwIépa poipa
0V VOTIaiov CWAAva TPOKAA®VIAG CLNTIEOT)
010 OTéNexog Tov eykepdlou. TTapdA\Anha ta

Ewéva 1. Aobriddng apxitextoviky. Adpoioeig
VEOTIAAOHATIK@V KUTIAPWV €V PECW OHOloYeE-
voug Bhevvidoug dapéoouv ovoiag. A.H.X100.
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voddpra oliora efehixdnkav oe paleg owap. 7
€K,. Aev vmnpxav evoeielg petactanxig Ow-
dMoeng Twv MapeyxupatwdOV opYAvwYV.

Iotoloyikd, 1600 0 OyKOog ToL Kpaviov 0co
kat ot vroddptot 6ot eixav myv idta 1oToNoy1-
k] exova. H emgdvela owatoprg eixe oyy
Aevkogatn, pe Aobuddrn owdtaln, ovotaor ov-
priayn kat ev pépet ehappag {ehatvaodn). Mi-
KPOOKOTUK{, avevpiokoviat adpoioelg peyalnv
KUTIAPWV €VIOg opotoyevolg dtapéoou ovaiag,
mov Oatideviar oe Nobia mou Sraxwpiloviat
and wwdn Sagpdypata. Ta veomhaopatukd
kUTIapa etvar otpoyyuld 1] eNagP®Eg ToOALY®-
VIKA P€ KEVOTOTILOOEC, PUOANIONOEC TIPWTOTAA-
opa PAS denxd. Xe omndvieg povo déoelg ma-
patnpovvial Td XApAaKIPLoTKA XovOpoeldolg
xopoopatog. IMTapampeitar pikpov badpov
TIOAVHOPYia TV TUPHVLV XWPIg eppaveig mo-
prjvoxivnoiec. H avoooiotoxnmkyy dtepevivron
€6e1e 6T 1a veomhaopaukd xottapa eivat evio-
vog deuxd otmyv Cytokeratin, EMA, Vimentin
kat Atyotepo oty S 100.

Ewéva 2. ®éon pe perdmhaon 1ou unootpw-
patog o€ valoeldr] xovdpo. A.H.X250.

YYZHTHYXH

Exet and ewdv 16n Swatunwdel n amopia,
¢ €éva vednmhaopa mov dewmpeitat Ot ogeile-
1at o€ pla “extpomy” MG PUOLONOYIKING €H-
bpvoloyikrig eCelifewg 1OV COPATOC, pE TTapa-
HOVH] KUTIApwV NG votaiag xoporg, eppavile-
Tal katd xavéva o€ atopa péong nhkiag evo
etvar e€apetikd onavio oy madiky nhikial.
To x6pdwpa epgpavifetat ong dvo MPWTEG O€-
kaetieg mg (wng o€ MooooTd HMIKPOTEPO amd
5% emi 0V OUVONOL TWV AOBEVHV pE XOPOW-
pa® To mooootd autd exel péorn nhikia epga-
vioewg ta 6-8 én'?. Xe avaoxomnorn 17 mept-
noecwv o natdd kat e€prjboug, Svo povov
aodevelg eppdvicav xopdwpa €viog 10U TP®-
0V €t0ug ¢ (wrec. (3,5 pnvav xar 6pnVeV
avtiotoxa)'. Emopévag, n nepimiworn mov mna-
povotaloue eival evolagépovoa kat and auvtr)
v anoyr 61dt {On oy nhkia wv 2 prvev

Ewéva 3. Mépia molvpopgia v Kuttdpwy.
"Ouoalidndeg” pwtdmhacpa. A.H.X400.

Ewéva 4. Neomhaopauxd xvttapa detikd oto
avuyovo emdnhiaxrg pepbpavne (EMA). X250
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Ewéva 5. Neomhaopatikd xvttapa detkd oty
Kepartivn. X250

Ewéva 6. Neomhaopatikd xottapa detikd otnv
S100. X250.

evepavioe ta vnoddptra olidia mov dewprdn-
KAav pe€taotatkd, xat omyv nhikia wv 11 pn-
vov deyvoodn o mpwrtonadrig, evpey€dng non,
0YKOo¢ G BA0ENG TOL KPAVIOL KAl ETTOREVKC
€6 1n avamrtuCic 1ov dykou propet va dewpn-
det 6n elval ovyyevric.

H pelén 74 mepinov mepimiioewv xopow-
pav g mpetg €lkooactiag g (wig, €6eile
¢ 101aTEPOTNTEG TV XOPOWHATOY AUTHC TG
n\ikiag oe oUykpon pe 1a xopdwpata Twv
evn\ikwv'. Kat'apxijv eve otoug evhAikeg vmep-
T€POUV Ol apPEVEC, OTOUG AOdeVelg TI¢ PTG
elkooaetiag dev mapampeital VMEPOXI| ToU €vAg
@UNOL. ATO TINELPAG €VIOTIOENG, OTOUC EVIAL-
KEC UTEPTEPEL 1] €VIOTIOT| OTNV 1EPOKOKKUYIKN
xopa (48%) eve emerar 1 oPNVOiviaky xopa
(39%) xat ot 8éoelg xatd PAKOG TOU KvIToU
THApatog g ormovOLNKg otiAng (13%)* Avu-
détwg, otoug veapolg aodeveig g MPATNG €1-
KOOA€eTag UMEPTEPEL 0APRG 1) OPNVO-TVIAKY

evioruor (54%), yeyovog mouv nailer onpavri-
KO pONO OTNV X€1pOTEPT) TPOYVWOT-€mbinoT) TV
veapwv aocdevov, kat akolouvdolv ot eviori-
0€1¢ KAtd PNKog G omtovOULNKI|G OTANG (23%),
Kat T€NOC 1] LEPOKOKKUYIKY) X®pa (22%).

Ano TAeLPAG 10TONOYIKNG €1KOVAC, OTOUG
eviAikeg mapatnpeitat o “kANacoikog” Tomog
pe adpoioelg 1§ doxideg peyawv, oTPOYYLAGOV
KUTIAPWV PE QUOANODOEG TMPWTIOTMAACOHA TIOV
neptBdAoviat and puiwpatwdeg dtdpeco vno-
otpwpa, xai o “xovOpoeldri¢” tomog, pe uno-
otpwpa mov katd déoeig xat €i¢ dANote ANAY
€KTAOT] €XEl XAPAKIAPEG VANOELOOUG XOVOPOU.
O devtepog auvtdg tomnog napatnpeitat oto 14%
WV TEPUTINOEWY KAl and peEPIKOUg ouyypa-
@eic dewpeitar Om éxel kalhitepn mMPOYvwO™)’.

Yta nawdd xat oug epriboug maparnpeitat
peyalltepn 1otoloyiky] moikilopopgia.Exet
napampndel ATPAKTOKVTIAPIKO CAPKOUATHOOEC
UNOOTPWHA o€ ANNOTE ANND €KTaoT) Kat avalo-
yia*?, n emOn\oeldn¢ 1 OTPOYYUNOKUTIAPIKT)
O1aPdPPWOT] TWV VEOTIAAOHATIKGV KUTIAP®V.A-
o Vv avaokomor) 12 xopdwpdiwv g maidt-
k)¢ nN\ikiag 6 pdévov mapovoialav tov “x\aoc-
016" TOTO €ve 0Ta uONOLA 6 €MKPATOVOE 1|
“atunn” 10t0Moy1ky €wkova. Edo xadiotarat
anapaitn) 1 avooolotoxnpiky| diepevivnon yla
m Swagopikr] Swayvwon. H 6. didyvworn 8a
npénetl va mepthapbaver emiong, 10 puiepate-
0e¢ xovOpoodpxwpa, 10 SNAMOEC-PUEHRATOOEG
emevOOpwpa, 1oV 0yKo Tou Aek1dikoL aoxkov
(16raitepa €mi 1€POKOKKVYIKIC €VIOTOEWG).

Avooolotoxnpikd, ta x0ttapa Tou Xopow-
partog etvat mavrote detkd oty Vimentin, Cy-
tokeratin 16waitepa 8 xar 19, EMA, xat oug
TePloodtepeg mepintoelg detikd oy S 100.
Eivat 6e apvnuxkd omv CEA, GFAP, xat a-
Fetoprotein. Ta xUttapa g vetaiag xopdrg
KAl TV €pBPUIKOV UTONEIPPATOV TG OTWG
kat Tov xopdopartog eivatr detikd xat ong Ae-
ktiveg kat xvpiwg ot Aextivny g E. Eusi-
formis mov ouvdéetal amoKAEIOTIKA M€ TO TPW-
TOMAAOHA TV KUTIAP®V Kat Oxt e 1) dtdpeco
ovoia®.

And mAevpdg mopeiag g vooou Kat Tpo-
YVOOEWC, €V OTOUG EVINIKEG aodeveic 1o xOp-
dwpa exer yevikd Bpadeia eCéNln kar o€ -
KPO HOVO TTOO0O0TO €Xel €MAETIKI] CUPTEPLPOPA
pe 0dnon 1wv MAPAKEPEVOV 10TOV 1] Kt
petaotdoelg, €101 wote 10 58% 1wv aocdevav
va exouv 5et embloon. Xwa nmawdid n mpod-
Yyvwor katd kavova eivar kakr). Xe pia oepd
12 nawdwyv, ta 10 xatéAngav oe Stdotpa 3€66.-
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45 ewdv, xat and avid ta 7 xatéhnéav pe
petaotdoelg (vevpoveg, vroddplog 101d¢, Hrap
KAL), H xe1pdtepn mpodyvwon 1ov xopdopatog
ota natdid ogeiletat a) Xt ouxvotepr) €vio-
mon oty 6don 1ov Kpaviov pe amotéleoupa
Kat 1 p(iky extoprj oL GyKOoL va eival avégt-
KT aMd kat AOyw TEoewg o€ (WTKA KEVIpA
tov KN.X7, 6) omv 1d0o1 100 VveomAdoparog
va didel ypriyopa petaotdoelg yeyovog mov da
npénet pdA\ov va cuvdedel pe tov atumo, oap-
KOPAT®OO1 10T0A0oy1KO 10O tou xopdopa-
10¢ OV emkpatel ota matdld. Aviidétwg, oty
“oelpd g Mayo Clinic” nmov neprehdpbave 12
aodeveig nhikiag 8-19 ewwdv pe xo6pdwpa g
6doewg tov Kpaviov, 1 MPAYVHON NTav KaAAi-
1€p1), pe meviaety embiwon oto 50% twv aode-
vav. Aliler va onuewwdel 6t amd toug aode-
velg avtovg 5 elxav xo6pdwpa tou TOMOL TOU
xovOpoerdovg xopdwpatog kat ONot eixav vrmo-
otel axktivobolia petd v emépbaor?.

X Ok pag nepintwor), onov dev epap-
poo&r]Ke kapia deparmeiaq, T[OpClKO)\OUaﬂ Ka-
veig 1 Broloyikr OUPTEPLPOPA. TOL 6YyKou o
ortowg QKO)\OUGrloe pia 161011)1'[11 1<)\1vu<r] To-
p€1c1 [apa wmv 1600 rtpanpr] cp(powor] 0V
OYKOU KAl TwV peraomru«ov €0TLWV OTOV LTIO-
d6p1o0 1010, 1 OAn Mopeia g vOoou Nrav pev
efehikuiky) al\d oAy Bpadeia pe toTUKY) pO-
vov au{norn 1ou Veom\Aopatog, xwpic peta-
otdoelg ota mapeyxvpatddn opyava, emi 11
xpovia. ITidavag o timog 1ou aptryoig xopdw-
patog, Xxwpi¢ xavéva ocapknpatdeg oToixeio,
KAt 1) 1401 y1a XOvOPIKY] PETATTAAOT TOU UTO-
OTPOPATOC, €maiie KAmolo poNo o’ avtfjv v
“evvoikdtepn)” €CéMén g vooou. Onwodnnote
xpeladetat n PENETN TEPLOCOTEPKV TIEPITTVOENV
xopdopatog oty atdiky nAikia Gote va pro-
pouv va aflohoyndovv aviKePeviKA ot mapd-
HETPOL TOL 10TONOYIKOU TUTIOU Kat ¢ embi-
oewc. Anapaimto dewpolvpe tov Sraxwplopd
WV veapwv acdevov oe 600 {exwploTtég opd-
0e¢ N1V T.x. 0-10 xat 10-20 ewwv, 616m 1101
olagaivovial dtagopéc mov da mpémel va ava-
Se1xdovv.
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Ao ) pelétn twv xopdwpdtwy ota matdid
TPOEKLYPAV KAl OTOIXELA TIOU PEANOVTIKA pTTO-
pel va 01a9wticouv TEPLOOOTEPO TIV ALTIONO-
yia xat m @von avtod Tov veom\aopatog. Xe
000 TEPIMTNOEL] 1EPOKOKKUYIKGOV XOPOWPATWY
o€ veoyvd 10 peEV TP®OTO ovvodevdtav amo
0QIANpIKA OTiypaTa VEUPOTVOHATOOEWS EVH TO
Oevtepo ouvodevOTaV amd TONNANMAG avevpv-
opata g aoptg Katr apyotepa amd olwdn
oxArjpuvorn 1ov eykepdhov (Tuberous Sclero-
sis)’. Aramotwvetratr dSnhady pia yevikdteprn da-
Tapaxy) votaiag XxopdHg Katl VEUPIKIG AKPONO-
¢plag, otoxelwv Mouv ouvdéoviar apeca ToTo-
ypagikda xatd ) diamhaon tov epbpivov.
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