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OnyxoJi HOTOXOPbI (XOPIOMA).
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Xopnoma npencrasisiet co0oii cnemugIecKyo Me3eHXUMAIBHYIO OMYX0JIb, PA3BUBAIOLIYIOCS U3 SMOPHOHAJIBHBIX 32YATKOB
HOTOXOP/bI CO CBOEOOPA3HBIMH KIMHUYECKAMH U MOP(OJOrM4ecKUMH NPOsIBIeHUsAMU. [10 rMcToIOrHIecKoMy CTPOEHHIO
XOpaoMa HanoMuHaeT HoToxopay. Vi3ydeno 16 ciydae xopmomsl y 10 MykuuH 1 6 :keHIMH B Bo3pacte oT 12 10 65 aet.
BakHbIM B IMATHOCTHKE XOPIOMbI 0KA32JICSI IMMYHOTHCTOXHMIYECKHUIA METOI, BHISIBJISIIOMINIA SKCIPECCHIO IINTOKEPATHHOB,
EMA, GFAP, NSE. Otpunareibnas peakuusi ¢ xpomorpanuaom A, D2-40, a rakike opranocnenupudeckumu oeskavu TTF-1,
mammaglobin, PSA, CDX-2 no3BoJisijia HCKJII0YUTh XOPAOMY M BHISIBUTh METACTA3bI PAKA PA3TUYHO¥N JOKAIM3AIMH.

BBenenmne

Horoxopma sBisieTcst 5KToIe pMAIbHOM CTPYKTYPOIA
CpenMHHOM JIMHUHM, OJ1arofgapst HATMYUIO KOTOPOU BbI-
JeJIsieTCsl OMOJIOTMYeCKU BUII XOpaoBhIX [ 1, 2]. Yke Ha
3apOMABIIIEBOM CTAIUM Pa3BUTHUS YeJIOBeKa HAUMHAIOT
MTPOVICXOINTH AeTeHepaTUBHbIE N3MEHEHUSI HOTOXOP-
ITBI, KOTOPBIe OKOHYATEIHLHO 3aBEPIIAIOTCS Ha BTOPOM
TMEeCITIIeTUH XU3HU. OTHebHbIe KIETOYHbIE THe3/1a
HOTOXOPIBI MOTYT COXPAHSATHCS B MEKITO3BOHOUHBIX
IMCKax 4ejioBeKa Ha IPOTSKEHWU BCeil xku3Hu [3].
SIBnsgeTca M XopaoMa MPOU3BOAHBIM UMEHHO 3THUX
KJIETOYHBIX 3a9aTKOB, OCTAETCST HESICHBIM, TTOCKOJIBKY
XOpIoMa pa3BMBaeTCs B KOCTH (OCHOBaHME deperia,
KpecTell, KOMUUK, B PeAKUX CIydasix MO3BOHOYHbBIN
CTOJI0), a HE B MEXKITO3BOHOYHBIX AucKax [3]. UmeroT-
¢sI TaK’ke MMMYHOTUCTOXUMUYECKHUE PA3TIMIMS MEXITY
HOTOXOP/I0H 3apOojiblilia U KJIETKaMU XOPJIOMbI, KOTOpasi
TIpeACTaBIsieT co00ii BeICOKOMUGbGEPEHIIMPOBAHHYIO
3JI0KAYeCTBEHHYIO MEe3eHXMMAJIBHYIO OTTYXOJIb C OTJIM-
YUTETbHBIMA KITMHUISCKUMUA U MOP(OIIOTMYEeCKUMU
MMpU3HaKaMHu. Xopaoma BcTpedaeTcs B 4% ciaydaeB
3JI0KAYeCTBEHHBIX OITyXOJIei KOCTE! U TI0 TUCTOJIOTH-
YECKOMY CTPOEHMIO 00JIaTaeT CXOMCTBOM CO CTPOSHUEM
HOTOXOpPAHI [4].

3anocnenuue 10 et B MOCKOBCKOIT OHKOJIOTHUYEC-
Koii 6ospHMLIE Ne 62 06CIIeI0BAHO U ITPOOIIEPUPOBAHO
867 MalIMEeHTOB C TTEPBUIHBIMU OHKOJIOTHIECKUMHU
MopakeHUsIMU KOCTeM, B TOM uucie 223 ciydas
XpsIIe00pa3yroIIuMU OmyxoJsiMu. Brisasineno 14 ma-
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LIMEHTOB C XOPIOMOM (BKJIt0Uasi 2 KOHCYJIbTaTUBHBIX
HaOmoaeHus ). TakuM obGpa3oMm, XopioMa COCTaBuJja
1,7% oT BceX MepBUYHBIX OITYXOJIEBBIX HOBOOOpA30Ba-
HUM KOCTEMH.

KinHuueckue nposiBiaeHus 3a001eBaHMSI JOCTaTOU-
HO XapaKTepHbI. BOJBIIMHCTBO MALIMEHTOB XXaTyIOTCS
Ha 00JIb, IPU JIOKAJIM3ALIH OITYXOJIA B 00JIACTA OCHOBA-
HUSI Yyeperna BOZHUKAIOT HapyllleHe 3peHUST U TOJIOBHAsI
00156 [5]. OmyxoJib KpecTiia 4acTo MaJbIIMpyeTcs IpUu
PEKTaJIbHOM MCCIeIOBaHUY [6].

JlydeBast nMarHOCTUKA BBISIBJISIET CPEAMHHO pacIio-
JIOKEHHBII IMTUYECKUI OUar ¢ HAJIMIMEeM MSITKOTKaH-
HOTO KOMITOHEHTA B OOJIbIIMHCTBE HAOIIOIEHUIA.

O11eHKa KJTaCCUYECKUX PEHTTEHOrpaMM MOXKET ObITh
3aTPYIHEHHOI 13-3a HAJIOXEHUS CTPYKTYpP MpUIexKa-
IIMX OpPraHOB M TKaHel Ha ouar MopaxeHusl, B 3TOi
CBSI31 IMArHOCTUYECKM BaXKHBIMM oKa3biBaoTcs KT u
MPT [5]. Onyxosiin ocHOBaHUs Yyepera MOryT pacipo-
CTPaHSIThCS 10 TYPELIKOTO cejijia, XOpAoMa KpecTia 00-
JTagaeT MHWIBTPATUBHBIM POCTOM, B IIO3BOHOUYHUKE,
Kak IpaBUJIO, MOPaKaeTcsl HECKOJIbKO MO3BOHKOB.

OnyxoieBblii y3eJ MaKpOCKOITMYECKN UMEET J0JIb-
yaToe CTPOCHUE, XapaKTepu3yeTcst MH(OWIBTPATUBHBIM
pOCTOM B MpuJiexallue MITKHhe TKaHU, OIyXoJjeBast
TKaHb, KaK IpaBUIO, TIpO3padyHasi, cepo-Troyyodas ¢
TOHKUMMU CeTITaMMU.

MuKpocKOonuYecKoe UcClIeJOBaAaHUE BBISIBISIECT
JIIOJIbYATOE CTPOCHUE OMYXOJIU, MpeobIagarollnii B
CTPYKTYpE MUKCOUJHBIM MaTPUKC, KJIETKHA XOPAOMBbI
OKPYTJIbIE WU BBITSIHYTHIE, C OOUJIBHOI 303MHO(MUIIb-
HOM LMTOIUIA3MOM, PacTyT LENMOYKAMU, OTAEIbHBIMU
CKOTIJIEHUSIMU Y MEJKMMM TLIacTaMU, BCTpEUaroTCs
BKJIIOUCHUS PACTUTEIBHBIX KJIETOK C BBIPAXKEHHOM ITy-
3pIpUYaTOii IIMTOILJIa3MOM, s1Ipa, KaK MpaBujo, MeJIKKe,
okpyrible (puc. 1).
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Puc. 1. Bosbnas B., 46 ner. Xopnoma kpectua. [icrosornyeckuit
npenapat. B o6uiabHoM 6a30(¢puiIbHOM MHKCOWIHOM MaTpHKCe
PacnoiaraloTcs KpynHble KJIETKH C BAKYOJIM3HPOBAHHOM IUTOI-
JIa3MOii ¥ OTHOTUITHBIMY OKPYIIbIMU siipamMu. OmyXoJieBbie KIeTKH
¢opmupyIOT OTIEIbHBIE IIACTDI, HENOYKH U cKomteHust. OKpacka
reMaTOKCH/JIMHOM U 303MHOM. YB. x200

B penxux ciydasix MoxXeT HaOJIOAAThCS SIACPHBIN
MoJIMMOp(hu3M, MUTO3bI €AMHUYHBIC. PenKkuii BaApruaHT
OITyXOJI1, XOHIPOUIHASI XOPIOMa, OOBIYHO BCTPEYaeTCs
B OCHOBaHUMU Yeperia, XapakTepusyeTcsl BbIpaKeHHbIM
XOH/IPOUJIHBIM KOMITOHEHTOM B COYETAaHUU C KJIACCU-
yeckoit xopaomoii [5]. Penkue BapuaHThI XOPAOMBI
C BBICOKOW KJIETOYHOCTBIO, ITOTEPE XapaKTEPHBIX
MPU3HAKOB KJIACCUYECKOW XOPIOMbI, COJMIHBIM Xa-
pakTepoOM pOCTa OIMMCHIBAIOTCS KaK HU3KoauddepeH-
LIMpoBaHHas uin AeaugepeHMpoBaHHAs XOpA0OMa.
JlaHHBIM BapMaHT OIIyXOJIM 00JiaJaeT arpeCcCUBHBIM
TEYEHUEM U TIJIOXUM MTPOTHO30M.

KneTku XxopioMbl 9KCIPecCUupyroT HUTOKEPATUHBI,
0COOEHHO MHTEHCUBHO 9KCIPECCUPYETCS LIMTOKEPATUH
8-, 18-, 19-ro TUIOB, a Tak:ke LuToKepaTuHbl AE1/AE3
[7-9] (puc. 2).

Puc. 2. Boabnas b., 46 aet. Xopmoma kpectua. IMMyHOTHCTOXHME-
yeckas peakuus. OmyxoJieBble KJIETKH HHTEHCUBHO 3KCIPECCHPYIOT
nurokepatunbl, KiioH AE1/AE3 (Dako). VB. x100

: AN -
Puc. 3. BosbHas B., 46 iet. Xopnoma kpectiia. iMvyHorncroxmvmgec-

Kas peakuust. [TonoxuresbHas SKcnpeccus KJIETOK OMyXOJIH K I1HTe-
JIMAJIbHOMY MeMOpaHHoMy aHTHreHy, Kiion E29 (Dako). ¥B. x100

7151 XOpAOMBI XapaKTepHa 9KCITPeCCUs SIUTeab-
HOTo MeMOpPaHHOTO aHTUIeHa, SKcIpeccust benka S-100
B KJIETKaX XOpJOMbI BapbupyeT (puc. 3).

AuddepeHunanbHblil 1MarHO3 MpPeEXae BCETro
BKJIIOYAET XOHAPOCAPKOMY, YTO OCOOEHHO aKTyaJlbHO
MpU MaJIeHbKUX TOHKOUTOJIbHBIX OMOTICHUSIX OTTyXOJIei
OCHOBaHWUSI Yepera U XOHAPOUIHOM BapuaHTe CTPOSHUSI
xopaoMbl [8—10]. BaxkHbIM TMarHOCTUYECKMM IpU3HA -
KOM SIBJISTIOTCS ILIMPOKUE CUETICHHUSI TTO TIOBEPXHOCTHU
LIUTOJIEMMBI KJIETOK XOpAOMBI (cM. puc. 1).

7151 XOHIPOCapKOMBbI XapaKTepHbI TOHKUE OTPOCTYA -
ThIE COEIMHEHUSI KJIETOK B XOHApocapKoMe (puc. 4).

O06e omyxoJu MOTYT MPOSIBJASITH UMMYHOPEAKTUB-
HOCTB K 0e1Ky S-100, oqHaKO MOJIOKUTEIbHAs peaKLs
C LIUTOKepaTUHAMU, BIUTEIUATbHBIM MeMOPaHHBIM
AHTUTEHOM M HOBBIM MapKepoM Opaxuypu MoMoraet
YTOYHMTH IMArHo3 XopaoMsbl [11].

Puc. 4. Bombhoii I1., 60 ner. [TepBuuHas neHTpaJbHAS YMEPEHHO
nuddepennupoBannas XoHapocapkoma kpectua. OmyxoJieBbie
KJIETKH PACIOJIOKEHbI B XOHIPOHIHOM MATPHKCE, OTPOCTYATHIE,
YACTHYHO PACTIOJIOKEHDI B IAKYHAX, S/IPA KJIETOK MOJUTOHAJIbHbBIE.
OKpacka reMaTOKCHJIMHOM U 303uHOM. YB. x100
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DKceTpackeaeTHasi MUKCOUAHAsl XoHapocapkoma | JUTEPATYPA
SIBJISIETCST MICKITIOYNTETbHO MATKOTKAHHOM OITYXOJIBIO,
JIMAarHO3 MOXKET OBITh MOATBEPKIEH UMMYHOTHUCTOXH -
MUYECKU IIPY OTCYTCTBUU PEaKILIUU C IIUTOKEPAaTUHAMMU,
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NOTOCHORDAL TUMORS (CHORDOMA). DIFFERENTIAL
DIAGNOSIS. IMMUNOHISTOCHEMICAL MARKERS
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Chordomas and low-grade chondrosarcomas share many histological features, generating at times, considerable diagnostic
difficulty and, not infrequently, requiring immunohistochemical analysis for appropriate classification. In an effort to clarify
the diagnosis and differentiation with other cartilaginous tumors, 16 samples, obtained from 16 patients with chordoma were
examined by immunohistochemistry with a panel of antibodies. The panel included antibodies to cytokeratin (CK), epithelial
membrane antigen (EMA), D2-40, GFAP (glial fibrillary acidic protein), NSE (neuron-specific enolase), chromogranin,
TTF-1 (thyroid transcription factor), PSA, CDX-2, mammaglobin. The conventional chordoma stained for CK (16/16) EMA
(13/16), NSE (12/16) and was negative for chromogranin, GFAP. Specific markers were helpful in differential with metastatic
carcinomas. Chordomas are difficult to excise because of their location and intimate relation to critical structures. Seven of
16 patients had recurrences, three of 16 patients had several local recurrences and progression with local effects.
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