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KocTel

N3HauaabHO B HABAHMH «IKCTPAAKCHAJIBHAS XOPIOMA» MPOCJIEKMBAETCS HEKOTOPAsi HeonpeieaeHHocTh. B Monorpadusix no
MSTKUM TKQHSM MOI00HYIO N0 TMCTOJIOTHYECKOMY CTPOEHHIO ONMYXO0JIb OTHOCSAT K IpyIie MUOIMUTEINOM WM K CMEIIAHHOM
onyxoyu, auddepeHnupyoT ¢ MUKCOMIHOIH XOHAPOCAPKOMOI M HA3bIBAIOT MapaxopaoMoii. B myOmKanusax mo KOCTHOM
NaTOJIOTHH ONMYXOJIb ONMUCHIBAETCS B HEPA3PbIBHOI CBA3W ¢ XOPAOMOii. B aHII0s3bI4HOIi IMTEPaType OMyX0JH MPUCBOEHO
Ha3BaHMe dKCTPaaKCHAIbHOI Xopaombl (extra-axial chodoma). B mo6om ciayyae muddepeHImanb-HO TMarHOCTHYECKHI JTUCT
JUIS YKa3aHHOI TPYNIIbI OMYX0JIeli eIMH ¥ BKJII0YAeT CMEIIAHHYIO OMYyX0.Ib, MUKCOUIHYIO XOHAPOCAPKOMY, OCCH(DUIMPYIOILYIO
(hUGPOMHKCOMTHYIO ONYX0JIb, a TaKKe Xopaomy. TuddepeHnuanbias IMArHOCTHKA CTPOUTCS HA OCHOBAHMU KJIMHHYECKUX
NPOSIBJIEHUIA, JIOKAIU3AIMN, HO, IIABHOE, HA OCHOBE MOP(OJIOrHYeCKHX NPU3HAKOB, 3aBUCSIIMX OT NPeodaganus onpee-
JIEHHOT0 THIA KJIETOYHbIX 3JIEMEHTOB U CTPOMbI. VI3BecTHbIE HA CeroHsIIHMIA JeHb IUTOreHeTHIECKNe M3MeHEeH!sI KpaiiHe
CKyIHbI (MHOXKEeCTBEHHbIE OTKJIOHEHHS ¢ Tpucommeii 15 u moHocomueii 1, 16, 17; kopotkue der2(2)5(2;4)del(3q), more-
pa9,19,20, 22, koMIJIeKCHbINA KapuoTHUI ¢ notepeii 1, 2, 6 u kopotkoii der(5)t(1p;5q). [eHeTHueckre NOJIOMKH He 00J1a1AI0T
cnenuGUIHOCTHIO M He O3BOJISIIOT C I0CTOBEPHOCTHIO 00hEMHUTH MAPAXOPAOMY H IKCTPAAKCHATBLHYIO XOPJOMY HH C TPYIIIOi
MHO3MUTETHAIBHBIX OMYyX0JIeil, HH ¢ KJIaccuyeckoil xopomoid. IMMyHonepoKCHAA3HbIi METO/I TAKKe He XapaKTepusyeTcs
YeTKNMH Pa3InIusIMH U IeMOHCTpUpYyeT nepekpectHyio peaktusuocts ¢ CK 8/18, AE1/AE3, 14,1/10, 7, 20, CAMS.2,
EMA, collagen, CD34, GFAP, calponin. Baxneiimmm JHATHOCTHYECKHAM T€CTOM, O3BOJISIONMIMM PA3JIMIUTh NAPAXOPIAOMY
U IKCTPAAKCUAJIbHYIO XOPIOMY, SIBJISETCS NMOJOKUTENbHAS PeaKius ¢ Opaxuypu, XapaKTepHasi ISl IKCTPAAKCUATbHOM
xopaoMbl. C y4eToM mepevrc/ieHHbIX 0COOEHHOCTE MOXKHO MPEAN0JI0XKITb, YTO MbI JIMIIb NPUOIMKAEMCS K TIOHUMAHUIO
HCTHHHOIA PUPO/IBI OIMYXOJIH 10| HA3BAHHEM «3KCTPAAKCHAJIbHAS XOPAOMA».

B aHIJIOSI3BIYHOM IMTEepaType OMUCcaHo JIMIIb 0oJjiee
JecsiTKa HaOJI0NeHUI 9KCTpaakKCHUalbHOM XOpa0-
MbI. B oTedyecTBeHHOM JuTepaType mogo0HbIe Imy0am-
Kauuu oTcyTcTBYIOT. [Ipeanaraercss onucaHue ABYX
KJIMHUYECKMX HaOJIIOAEHUI pelKoro 3a0ojieBaHuUs C

Azpec 111 KOpPeCIOHAEHIINN

Wpuna BragucnaBoBHa byibruesa
E-mail: irena@boulytcheva.com

JIeTaJIbHbIM MOP(OJI0TUYECKIM 000CHOBAaHUEM 1 IIPU-
MepaMy UMMYHOTMCTOXUMUYECKOTO MCCAeIOBaHMS,
JaHHBIMU KJIMHUYECKOTO 00CIeNOBaHUS U JTYyYeBOM
JMMarHOCTUKM.

Kinmnnueckuii mpumep Ne 1

KeHiuHa, 18 e, ¢ >kanodaMu Ha YCUJIMBAIOIILYIOCS
00J1b B JIEBOM KOJICHHOM CYCTaBe Ha IPOTSKEHUU 4 JIeT.
3aboseBaHME COMPOBOXKIAIOCH OTPAHUYEHUEM IO~
BIDKHOCTM B KOHEYHOCTH M HapacTaHueM oteka. Jly-
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DKcTpaakcuaabHask XOpaoMa

YeBbIE€ METOIBI UCCJIETOBAHMS BBISIBUIIA OITyXOJICBU/I -
Hoe 00pa3oBaHUE B IMMPOKCUMAJIbHOM JIaTepabHOM
snndu3se JIeBoi 00JbIIe0epIOBOM KOCTH (puc. 1—-5).

Puc. 2. HeGombmoii mo pasmepam (2x2 cM) oyar mopakeHusi B
snuduse oosbinedepuoBoii koctu. KT

BonbHOI TIpon3BeneHa OTKPBITasi OUOTICUS OITy-
XOJIU 1 KiopeTaxk. Heo6xoauMo moauepKHyTh, 4TO Ha
orepauy XUpypr He MOT Pa3jiudyuTh HOPMaJbHYIO
TKaHb OT ITATOJIOTMYECKOii. B maronoroanarommuyaeckoe
OT/AeJeHNEe OBbLIN JOCTaBICHBI OeIeCOBATO-KeIThIE
dparmeHTH TyOUYaTOM KOoCcTH. [Ipn MUKpocKomuue-

Puc. 3. IToaTBepKknenne Haau4us oyara nopaxenus Ha MPT

CKOM UCCJICTOBAHUY B MEXTPAOEKYISPHBIX ITPOCTPAH-
CTBax OBLIM OOHAPYXEHBI KPYITHBIE PACTUTEIbHBIE
KJIETKU TTOJIUTOHATbHO (DOPMBI, HEKOTOPBIE KIIETKHU
C MEHUCTOM WM BaKyOJU3UPOBAHHOM LIUTOIIA3MOM
(puc. 6, 7). AuddepeHInaTbHO TUATHOCTUYECKUI
JIUCT BKJIIOYAJI: MUKCOMIHYIO XOHAPOCApPKOMY, MeTa-
CTaTUYECKYI0 MUOBTIUTEINOMY, OIyXOJb HOTOXOPbI
(9KCTpaakCHabHYIO XOPIOMY, MeTacTa3 KJIacCU4eCKOi
XOPAOMBI, 10OPOKAYECTBEHHYIO OIYyXOJib HOTOXOP-
nb1). Ha ocHOBaHUM MMEIOIINXCST TUCTOJTOTHIECKUX
JAHHBIX TUarHO3 MUKCOUTHON XOHIPOCAPKOMBI OBLT
OTBEPTHYT.

s MCKII0YeHUsT MeTacTa3a MUOSTIUTEIMOMBI
U TIOATBEPKIACHUS TeHe3a OIyXOJU M3 HOTOXOPIbI
ObLJIO BBINMTOJHEHO UMMYHOTMCTOXMMUYECKOE HC-
cienoBaHue: uutTokepatuHbl AE1/AE3™, BBicokoMO-
JleKyJasapHble uTokepatunbl (34BE12)~, HU3KoMoO-
JieKyJisipHbie iuTokepaTuHbl (35pH11)*, uurokepa-
THH 7-, HUuTOKepaTtuH 197, murokeparun 20-, 6eJ0K
S100*, xpoMoTpaHUH ", TIIMAJIbHBIN GUOPUIISPHBIIA
KMCJIOTHBIN Oe10K~, Opaxuypu* (puc. 8).

Pe3ynbraThl UMMYHOTMCTOXMMUYECKOTO UCCIeI0-
BaHUSI MOATBEPXKAAIOT POACTBO OIMYXOJIU C HOTOXOP-
Joii. B oTinuune ot 1o6poKauecTBEHHOI OIMyX0JIU HO-
TOXOPJIbI OTIMUChIBAEMOE HAMU MOpakeHe OTHOCUTCS
K BEICOKOMM (D hepeHITMPOBAHHBIM HOBOOOPa30BaHUSIM
(very low grade), kIMHUYeCcKU 3a00JieBaHUE IIPOSIB-
Jisi10 ce6s B TeueHue 4 JieT, Ha peHTTeHOJIOTUYECKUX
n300pakeHNIX UMEEeTCsl CKIEPO3UPOBAHHBIN oyar,
OIYX0JIb XapaKTepu3oBajach KpaliHe MeIJIEHHbIM
pOCTOM, THCTOJIOTMYECcKasi KapTUHa XapaKTepu3oBa-
Jlachb OTCYTCTBMEM MHBA3MBHOTO POCTa, MUTO30B U
MUHUMAaJbHBIMU TIPU3HAKAMU KJIETOUHOW aTUIUU
(Tabm. 1, 2).

CapKOMBI KOCTEM, MATKMX TKaHEN 1 OImyxosau Koxu Ne 2—2016
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Puc. 4. ITonoKuTeIbHbIIA CUTHAJ IPU CKAHUPOBAHUH CKeJleTa
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DKcTpaakcuaabHask XOpaoMa

Puc. 5. Kmunnueckoe Haomoaenne 1. Ilaumentka 18 aer. Penr-
reHOJIOTHYEeCKas KAPTHHA 0Yara nopaxkeHus B anuguse 0oJiblie-
0€epIoBOii KOCTH MOCJIE ONepaum

Kimmnnueckuii mpumep Ne 2

Moionoii yenoBek, 18 jeT, orMeyas 00Jib B IEBOM
KoOJIeHe Ha ITpoTskeHuu 7 Mec. [1pu maapnanumm omnpe-
nessiiach 4yeTkas 0oJie3HEHHas 30Ha B JlaTepaTbHOM
MBIIIEJIKE IeBoM OeapeHHoM KocTu. Ha peHTreHorpam-
Max ¥ TOMOTpaMMax OTpenessics He3HAUNTeIbHBII
110 pazMepaM ouar ¢ YeTKMMU KoHTypamu (puc. 9—11).
HoBooOpazoBaHue nMeno MOJ0XUTEIbHBII CUTHAI
npu cKaHupoBaHUM ckeyieta. M3HavyanbHO OOJILHO-
My IIpOM3BeAeHa paguovyacToTHas abiasuus. Yepes
45 mHel Iocje Mpoleaypbl CUMIOTOMBI BO30OHOBHU-
nuck. B ¢eBpane 2012 1. 6onpbHOMY mpou3BeacHa
OTKpbITast OMOIICUS ¢ yoajeHueM odara. Ha ocHoBa-
HUM MOP(OITOTUIECKOTO MCCAeI0BAHUS MOCTaBICH
JIMAarHo3 3KCTpaaKCUaIbHOM XOpaoMbl (puc. 12—14).
B auBape 2015 r. Bo3Huk peuuaub. [IpousBeneHa
pe3exuus en block.

Puc. 6. Cpean KOCTHBIX TPaOeKy.l pacnosiaraloTcsi oTaelbHbie KPYNHble BAKyOJM3HPOBAHHbIE PACTUTE bHbIE KJIETKH.
Mukponpenapar. OKpacka reMaTOKCHJIMHOM 1 303uHOM. Pasmmunoe yBenmuenne (X100, x200, x400)

Ta6muua 1. PentreHonornueckue pa3anyus

Xopaoma

JloO6pokauecTBeHHast onmyxoib Hotoxopasl (JIOH)

Pasmepsl onyxomnu >5 cm

OHYXOJ'IB pacnioyiaraercs B Ipejieiax OAHON KOCTH

JIuTryeckuii, pas3pyiamuuii KOCTh o4ar

Ouar nopaxkeHus He U3MEHsIET KOH(UTYPALIUIO KOCTU

COHpOBO)KI[aCTCH BbIPpa>kK€HHBIM MATKOTKaHHBIM KOMITOHEHTOM

MArkoTKaHHbII KOMITOHEHT OTCYTCTBYET

XapakTepu3syeTcst IPOrpecCUpyOLIMM POCTOM C BpacTaHUEM
B OKPYXaIOILIye TKAHU ¥ OPraHbl

Kaxk npasuio, 6e3 nporpeccun wiu pocrta. Ha T1 MPT
CHUTHAJI cJ1a00i1 MHTEHCUBHOCTH. T2-CUTHAJ BBIpAXKEHHOM

MHTCHCHUBHOCTU

CapKOMbI KOCTel, MSITKMX TKaHeil 1 orryxoin Koxu Ne 2—2016
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Puc. 7. OnyxoJieBbie KJIETKH PACIOJIATAI0TCS IPYNNAMH H OTIEJbHBIMHI 3JIEMEHTAMHU, YACTh KJIETOK XaPAKTEPU3YeTCs BAKYOISIMH
B IUTOIIa3Me. MuKponpenapaThl, OKPacKa reMaTOKCHINHOM U 203UHOM, yBeaudenue x100, x200, x400

Tabmima 2. [ucTonornyecKkue pa3amanst

Xopnoma

Jlo6pokayecTBeHHast o1yxoJib Hotoxopasl (JIOH)

ﬂOJ’[L‘-IaTOC CTPOCHUEC, OTCYTCTBUEC JKUPOBOTO KOCTHOTO MO3Tra

Junddy3Hoe pacnonoxXeHue pacTUTEIbHBIX KIETOK
C OCTPOBKaMM XHPOBOTO KOCTHOTO MO3Tra

Paznmuunas crenens mieoMopduiMa: MyKOUIHBIN MAaTPUKC,
CUHIIUTHAJIbHBIE LIETTOUYKU PACTUTETBHBIX KJIETOK

OTCyTCTBUE IMTOJIOTUIESCKOM aTUTTM, MAaTPUKC CKOpee
TPaHyJISIPHBIN, YeM MYKOUIHBIN; CHHIIUTHATbHBIE TIETTOUYKN
pPaCTUTENIbHBIX KJIETOK HE BCTPEUYAIOTCS

He3HauuTtenbHOE KOJTUYECTBO MUTO30B, BapI/IaﬁeJILHOC
KOJIMYECTBO 30H HEKPO3a

OTcyTCTBUE HEKPO30B 1 MUTO30B

TTouTy MoJIHOE pa3pylleHKe IIPEACYIIECTBOBABILINX TPAOEKYII

TpabeKyasipHbIe CTPYKTYPBI COXpaHEHbI, HEKOTOPOE yTOJIIIIe-
HME TPaObeKYJ ¥ MOIYEPKHYThIC [IEMEHTUPYIOIINE TUHUN

Upe3BbIUAHO IECTPYKTUBHBINA POCT

KpaﬁHe MEIJIEHHBII POCT WU MOJTHOE OTCYTCTBUEC IIPU3HAKOB
pocTta, HET OCTGO6J’[3CT/OCTCOKJ'[&CT AKTUBHOCTHU

B o0oux KIMHMYeCKUX HAOIIOAECHUSIX OTMEYaloTCs
MOJIOKUTENbHBIC OTIATCHHbIE pe3yJIbTaThl 0€3 MpU3Ha-
KOB [OBTOPHBIX PELIUAUBOB, B TIepBOM cirydae ¢ 2010 T,
Bo BTopoM — ¢ 2015 1.

OocyxneHue

BriepBrie quarno3 chordoma periphericum ObLI
npemioxeH B 1955 rony Laskowski [6, 20]. 3aTteMm
Dabska onyonukosana 5 ciydaeB Laskowski u 5 co6-

CTBEHHBIX HAOJIOACHUN, CXOAHBIX MO TUCTOJOTHU-
YEeCKOMY CTPOCHMIO C KJIACCUYECKON XOpAOMOIi, HO
JIOKaJIM30BaHHBIX BHE MO3BOHOYHMKA MO OOIIMM
Ha3BaHUeM «mapaxopaomMa» [1, 10—12]. B nureparype
COXpaHsIach TUCKYTaO0CTbHOCTh TEPMUHOJIOTUN 1
TMCTOreHE3a «XOPAOMAanoma00HKIX» omyxoJieit [7, 16].
HuddepeHunanbHass JMarHOCTUKA MEXIY CXOIHBIMU
10 TUCTOJIOTUIECKOMY CTPOCHUIO OITYXOJISIMA Pa3Tnd-
HOI JIOKaJTM3aLIu 1 IIPOBOIUTCS MPEkKe BCEro Ha OCHOBE

20
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DKcTpaakcuaabHask XOpaoMa

pa3InYuii B UMMYHOIIEPOKCUAA3HON peakTuBHOCTH | TaGmuua 3. MIMMyHOTHCTOXMMHYECKAs! NaHe b,

TkaHu onyxouu [17]. K npumMepy, napaxopaoMa Hera- | XapakTepusylowiasa SKCTPAaKCHAIbHYIO XOpAoMy
TUBHA K LUTOKepatuHaMm 1/10 u 9, naHHbIe MapKepbl CK AE1/AE3 +
MO3UTUBHBI B KJIACCUYECKON aKCUaAJIbHOM XOpIOMeE. CK HMW (34BE12) —
TakuM o6Gpa3oM, MmapaxopioMa oKa3ajlach OJIMKe CK LMW (35B8E11) +
10 UMMYHO(MEHOTHUITY MUOSIUTEINATBHON IPYIIIe CK7 -
OnyXxoJiel MITKUX TKaHEl, YTO HAlLIO OTpaXeHUE B CK19 +
xmaccndukam BO3 [11, 16] (ta6. 3). glﬁg -
BoabmuHCTBO NMyOJIMKaLMi YKa3bIBalOT HAa TPUH- C_hrom ogranin A —
LHUNKUAJbHYIO Pa3HUIY MEXIYy 3KCTpaakKCuUaJlbHOM GFAP _
XOPJOMO# U MapaxopaoMoOil/MUOBTTUTEIMOMOMN MSIT- Brachyury +
WS W e e
W e c“'!\ :"9. _;_' Yt ? 3 A e % 8
‘\ F '? % ‘I%J-A M)
’9«:' ~~1 p - ‘:9_'\6" ‘;'\';;_h'
i s ‘.lf.’.w
e K
" a,};

-4
S}
1

~
-

l. -
7.

R
‘.

CK AE1/AE3
Nada ‘
E:\' <l & R A
Y a& > ": h-: c‘: ﬂ“ s 4y
N o -Oao TSR

*

brachyury

Puc. 8. IMMyHOrHCTOXMMHYECKAS MAHEb, XapaKTepHas IS 3KCTPAAKCHAIBHOI XOPIOMbI (IOJIOKHUTEIbHAS
peaknys ¢ AHTUTEIAMH K IUTOKepaTuHy 19 u 6paxuypn)

CapKOMBI KOCTEM, MATKMX TKaHEN 1 OImyxosau Koxu Ne 2—2016 21
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CARINA REGINA FEI

Puc. 9. Knuanueckoe nadmonenue 1. KoHTposibHOE peHTreHoJI0rHIeCKOe uccienoBanmne yepes 6/12 mec mo-
cJIe onepanum

Puc. 10. Knuauueckoe Hadmonenne 2. PeHTreHoIornyecKas KApPTHHA M MATHUTHO-PE30HAHCHAS] TOMOTpaMMa
B pexkume T1 ouara nopakenusi B 0eJpeHHOIi KOCTH

KMX TKaHEll B UMMYHOPEAKTUBHOCTH SIAEP OIIYXOJIEBBIX | 3aIHMX Me30AepMajbHBIX CTPYKTYp 3MOpuoHa [3, 12].
KJIETOK M0 OTHOILIeHUIO K brachyury [19, 22, 23,27,29]. | Mapkep IIHUPOKO U3BECTEH U UCITOIb3YeTCS IJIsl T1a-

Bpaxuypu otHOcuTCs K cemeiicTBy T-box reHa, | THOCTUKU XOPAOMbI C BBICOKOM Y4yBCTBUTEIBHOCTHIO
OTBEYaIoIIero 3a TpaHcKpunimio dakropa pazsutust | (90—100%) u criennduyHoctoio (100%) (2, 3, 13]. Tak,

22 CapKoMBI KOCTelt, MATKUX TKaHei 1 omyxonn Koxu Ne 2—2016
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Puc. 11. KomnbioTepHasi ToMorpaMMa, 1eMOHCTPUPYIOIIAS HAJTMYHE CKJIEPO3MPOBAHHOTO 0YAra MoOpaKeHust
B MbIIIeJIKe OeAPeHHOi KOCTH
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Puc. 12. Iincrotornyeckas KapTHHA, IEMOHCTPUPYIOMIAS KOMILIEKCHI PACTHTEJbHBIX KJIETOK B MEXKTPAOEKYJIsAp-
HBIX NpocTpancTBax. Mukponpenaparbl. OKpacka reMaTOKCHJIAHOM M 203UHOM. YBemuenne x100, X200, x400

Tirabosco u coaBT. B CBOUX pabOTax IPOAEMOHCTPUPO-
BaJIi, YTO UMMYHOPEAKTUBHOCTD K Opaxuypy IIOMOTaeT
OTJIMYUTD CKEJIETHYIO M MITKOTKAHHYIO 3KCTpaaKCH-
aJbHYIO XOPJIOMY OT TapaxopAOMbl, KAPIIMHOMBI U
CapKOMBI, a TAKXKe IPYTUX OIyXoJei-MuMuKoB [2]. Ha
OCHOBaHMU CBOMX 8 HAOJIIOIeHUIT aBTOPBI YTBEPKAAIOT,

YTO UMMYHOMO3UTUBHOCTH K Opaxuypu u CK19 xapak-
TepHa ISl AKCTpaaKCUaJIbHON XopaoMbl. OTyXoiu ¢
OTPULIATEJIbHON MMMYHOIIEPOKCUIA3HOW peakluen
¢ Opaxuypu OOJIXKHBI OBITH KJIaCCU(ULIMPOBAHBI B
CIIEKTpPE MapaxopaIoMbl/MUOSUTEIMOMBI/CMELTIAHHOM
onyxosiu [7—9, 31]. IToMuMo ciiyyaeB d3KCTpaakcralib-

CapKOMBI KOCTEM, MATKMX TKaHEN 1 OImyxosau Koxu Ne 2—2016

23



CapKoMbl KocTeit

o~ = Y
o ¥ )
L) \
~ e W
¢ - g
g ¢ A
® ';‘:.., “ -
19 = = ‘e -
- =
Kl . - < " %
- - ~
P e T Y7 ) ;

Puc. 13. UMMyHOrHCTOXMMIYECKAS PeaKIUs ¢ OOIMMH IIMTOKepaTHHAMY U 0ekoM S-100, mojioxkuTeIbHAS pe-

aKIHsl XapaKTepHa Il IKCTPAAKCHATBHON XOPIOMBI

2 Ve e8I

O,

4 . v .

L™

Puc. 14. ITonoxuTe/ibHAs peakuus ¢ GpaxXuypH B APAX PACTUTEb-
HBIX KJIETOK IKCTPAAKCHAIBHON XOPIOMBI

HOI XOpIOMBI, OImy0anKoBaHHBIX Dabska u coaBT., B
MNyOIMKALIMSX Ha aHTJIMIACKOM SI3bIKE MbI OOHAPYKUJIU
2 cayyast Joshua E. Lantos 1 coaBr., u emie 3 HaGI101€ -
HUSI APYTUX aBTOPOB 0Ka3aJIMCh 0€3 ITOATBEPKIACHMS
peakuuu ¢ opaxuypu [14—16]. Cpean omMcaHHBIX
HaOJII0IeHU I OOJIBIITMHCTBO OIyX0JIei pacrojiaraiuch
WHTpaMeayuIsipHo (8 MHTpaMeayJISpHO U 2 UHTpa-
KOpTHUKaJIbHO). B Tpex cinyvasix (1Ba B TpOKCUMaIbHOM
oTaeJie 00ab1Ie0epPLIOBO KOCTU U OAWH B AUCTATbHOM
oTnese OeApeHHO KOCTH) KOHCTATUPOBAH JTOKAIbHbIN
peanauB. DKCTpaoccalbHbIi KOMIIOHEHT HaOJIIogaICcs
B 4 cinyuasix. [IpuBeaeHHbIe JaHHbIE TOBOPAT 00 UC-
KJTIOUUTENIbHON PeIKOCTH OTMChIBAEMOr0 HAMU 3a-
oonesaHus [20, 21, 24].

PeHTreHosornuyeckre MU3MeHEeHHUsI, ONMChIBacMble
B OOJIBITMHCTBE HAOIIOACHW, 3aKJTI0UAIOTCS B HAJIM -
YUY UHTPAKOPTUKAIBLHOTO UJIU MHTPAMEIYJIIPHOTO
JIUTUYECKOTO ovYara ¢ IepruOCTaJbHON peakldeil B
BUJIE YTOJIILIEHUS KOPTUKATbHOM MJIACTUHKU U 30HOM
CKJIEpO3a BOKPYT IUTUUECKOTO ouara. M HTeHCUBHBIN
curnan Ha MPT cxomeH ¢ akcuaJbHOM XOPAOMOI

", Haubojee BEpOSITHO, 0OOCHOBAH BaKyOJU3UPO-
BaHHOW KJIETOYHOM COCTaBJIAIOIIENA U MUKCOUITHOMN
CTpoMoOii onuceiBaeMoit onyxonau [25]. OTek BOKpyT
oyara rmopaxeHus OMUChIBAETCS B 3HAYUTEITbHOM KO-
JIMYeCTBE HAOMIOIEHU I, YTO OOBSICHSIETCSI aBTOPaMU
pPaHHUM pAaCOpPOCTPAHEHUEM OMYXOJU U OTpaxKaet
peaKIMIO KOCTH U MSITKUX TKaHei Ha pocT HOBOOOpa-
3o0BaHus [4, 5, 30]. JlaHHBI IpU3HAK TPEOYET yTOUHE-
HUS HA OCHOBAHUM U3YYEHMUs OOJIbIIEro KOJUYEeCTBa
HaOJIIOAEHMUI 3KCTpaakKcHaabHOU XopaoMbl. [lpu
peuuarBax ovyard MopaxxeHus XapakKTepu30BaluCh
JIMTUYECKUMU XapaKTepUCTUKAMU U MHOXKECTBEH-
HbIM TTOpaXk€eHUEM.

B nenom nuddepeHunanbHblii 1MarHo3 3KcC-
TPaKOPTUKAJIbHBIX MOPaXXEHUN B JUTMHHBIX KOCTSIX C
nepu@oKaibHbIM OTE€KOM BKJIIOUAET MPEXe BCEro
503MHO(DUIBHYIO TPaHyJeMy, TepUOCTATbHYIO XOH-
IpOMYy, TEpUOCTATbHYIO XOHIPOCAPKOMY, ITEPUO-
CTaJIbHYIO 0CTe001acTOMY, OCTeoMY, abcuecc bpoyau
U MeTacTas. D03uHOMUIbHAS rpaHyJeMa MpakKThuie-
CKMU HEOTJMUYMMA OT CKEJIETHOU 3KCTpaakCualbHOM
XOPJIOMBI UMEHHO M3-3a Mepu(OKaAIBLHOIO OTeKa, 00-
YCJIOBJIEHHOTO PAaHHUMU U3MEHEHUSIMUA B aKTUBHOM
craguu [18, 26, 28].

B 3akiioueHue cieayer ckasaTbh, UYTO CKeJleTHas
9KCTpaakcHajlbHas XopJoMa BCTpeuaeTcsl KpaliHe
peaKo, OIyX0Jib UMEET aHAJIOUUYHOE C KJIaCCUYeCKOM
XOPAOMOU TMCTOJIOTMYECKOe CTPOeHWE, U ITPaBUIbHbII
JIMarHo3 MOMOTaeT yCTAaHOBUTh UMMYHOTIEPOKCHUIa3HAas
peakiius ¢ 6paxuypu. PeHTreHooTnueckue Mpu3Haku
9KCTpaaKCuaabHOM XOpJA0OMbI BKJIIOUAIOT HAJTUUKE JIU-
TUYECKOro oyara Ha MOMEHT IUAarHOCTUKHU U B CIIydasix
pPeUMIMBOB, MTHTEHCUBHbII CUTHAJI OMTyX0JIeBOI TKaH! B
KMIKOCTHOM pexkuMe M PT, 4To CO3BydHO MBMEHEHUSIM
MPU KJIACCUYECKOU XOpIOMe.

OTIMYUTENbHBIMU OCOOEHHOCTSIMU MOXKHO CUMTATh
MEePUOCTAIILHYIO PEAKIIMIO, YTOJIIIEHUE KOpTUKaa, a
Takxke nepugoKaibHbIi oTeK. MyabTU(OKaIbHOCTh
MNP PELMANBAX CO3BYYHA C aKCUAJIbHOM XOPIOMOM 1 Ha-
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DKcTpaakcuaabHask XOpaoMa

CTOMYMBO yKa3bIBaeT Ha BasKHOCTH JIETAJIbHOTO MCCIIE-
JIOBaHMSI XMPYPrUIECKOTO ITOJISI JIJIsI e TaT3alli 30HbI
MOPaXEHUS C LEJbI0 MOJHOLEHHOTO yaaleHUsl Bcex
CTPYKTYP UMEIOLIEHCS OITyXOJI1 BO BpeMsI pe3eKIINH.
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EXTRA-AXTIAL CHORDOMA. MODERN PATHOLOGY.
CLINICAL PRESENTATION OF TWO CASES
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The very existence of extra-axial chordoma has been questioned since its initial description, and in fact, similar tumor is
described in soft tissue in part of a morphological spectrum that includes mixes tumor and myoepithelioma. In bone, the entity
has been described as extra-axial chordoma. In any case, only a small number of tumors bearing histological resemblance
to axial chordoma arising from the bone or soft tissue outside the axial skeleton have been reported. These lesions have
historically been referred to as parachordoma, chordoma periphericum (CP), or extra-axial chordoma (EAC). With the
introduction of the immunohistochemical stain brachyury. The very existence of extra-axial chordoma has been questioned
since its initial description, and in fact, similar tumor is described in soft tissue in part of a morphological spectrum that
includes mixes tumor and myoepithelioma. In bone, the entity has been described as extra-axial chordoma. In any case, only
a small number of tumors bearing histological resemblance to axial chordoma arising from the bone or soft tissue outside the
axial skeleton have been reported. These lesions have historically been referred to as parachordoma, chordoma periphericum
(CP), or extra-axial chordoma (EAC). With the introduction of the immunohistochemical stain brachyury, a sensitive and
specific marker for notochordal origin, chordomas arising in extra-axial locations (i.e., CP, EACh), are now diagnosed with
more accuracy and distinguished from parachordoma, which resembles chordoma on histology. The differential diagnosis
between EAC and parachordoma is clinically important, EACh positive for brachyury tends to grow and recur with local bone
destruction. Prior the specific marker brachyury, the diagnosis of EACh was challenging and therefore the imaging features
of EACh have not been comprehensively described. Now, there are only a few cases reporting the cytogenetics of the entity:
trisomy 15 and loss of chromosome 1, 16 and 17 in one case with chromosomal studies, a loss of chromosomes 9, 10, 20 and
22, a loss of chromosome 17 and a structural rearrangement of chromosome 3 [del (3q)] and chromosomes 2 and 4 [t (2p;
4q)] in a recurrent tumor. Because studies about cytogenetics of parachordoma are rare, the characteristic need to be further
explored. We report two cases of recurrent EAC confirmed by the expression of brachyury arising from the distal femur and
proximal tibia and describe the imaging findings from radiography and MRI at initial diagnosis and at recurrence.
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