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Xopaoma mpeacTapisgeT co00ii cnenupuIecKyrd Me3eHXHMAJIbHYI0 ONMYXO0Jb CO CBOEOOPA3HbBIMH KJIHMHHYECKHMH M
MopdosiornyecKumu nposisjieHusiMu. [1o rucToiornueckoMy CTPOEHHIO X0pI0Ma HanoMuHaeT HoToxopay. M3ydeno 58 ciayuyaes
xopaombl Kpecta y 28 myxkuun u 30 xeHuuH B Bo3pacte oT 32 10 72 jer. B AByx Ha0Ji0eHUSX THATHOCTHPOBAHA
nemudepennposannas gopma 3a60/eBaHus. BakHbIM B IMATHOCTHKE XOPIOMbBI 0KA32JIC5i MIMMYHOTHCTOXUMIYECKHUIA METOI,
BBISABJIAIONIMIE SKcnpeccuio muTokepatuHoB, EMA, GFAP, NSE, brachyury. OTpuuare/ibHble peakiuyui ¢ XpOMOrPaHHHOM,
D2-40, a takxke opranocnenupudeckumu 6eakamu TTF-1, mammaglobin, PSA, CDX-2 no3BoJisjiu HCKJIIOYUTH
XOPJOMY W BbISIBUTH METACTAa3bl PaKa Pa3inyHoil Jokamm3amuu. [IpuBenen npumep audgepeHmanbHOl THATHOCTHKH €
JI00POKAYECTBEHHOIi OIMYX0JIbI0 HOTOXOP/IbI / PYIUMEHTAPHBIMU OCTPOBKAMY TKAHU HOTOXOP/IbI.

BBenenne

HoTtoxoppaa sBisieTcst 3KToAepMaJIbHOU CTPYKTYpPOd
CPEIUHHONW NWHWUU, O1aroaapsi HAIUYUIO KOTOPOW
BbIJEISIETCSI OMOJOTMYECKUI BUI XOpOBbIX [1, 2]. Yike
Ha 3apOJIBIIIIEBOU CTaTNUN PA3BUTHS YETOBEKA HAYNMHAIOT
MPOUCXOINUTh JET€HEPATUBHBIE U3BMEHEHWSI HOTOXOP/IbI,
KOTOPbIE OKOHYATEJIbHO 3aBEPUIAIOTCS HA BTOPOM
JIecaTuyieTun Xku3Hu. OTAeNbHbIe KJIETOYHbIE THe3/1a
HOTOXOPJBI MOTYT COXPAHSIThCS B MEXITO3BOHOUYHBIX
JNIMCKaX 4YeJoBeKa Ha MPOTsKeHUU Bceil xku3uu [3].
MMeHHO 3TH pyAUMEHTapHbIE OCTPOBKY TKAHU BbI3bI-
BAlOT PsiJi 3aTPYIHEHU B AMAarHOCTUKE U TPEOYIOT IPO-
BOAUTH AUpdepeHIInaNTbHYIO IMAaTHOCTUKY C XOPIOMOIA,
XOHJPOCAPKOMOM, a TaKXXKe METAcTa30M CBETJIOKJIE-
TOYHOTO paKa IMOYKM U paKaMU APYTUX JIOKAJIU3ALIUIA.
ABasgercs 1M XopaoMa NPOU3BOIHBIM MMEHHO 3TUX
KJIETOYHBIX 3a4aTKOB, OCTAETCSI HESICHBIM, ITOCKOJIBKY
XOpZoMa pa3BUBaeTCsl B KOCTU (OCHOBaHUE yeperna,
KpecTell, KOMYUK, B PEIKUX CIydasX MO3BOHOUHBIN
CTBOJI), a HE B MEXITO3BOHOUHBIX AucKax [3]. UmeroT-
Cs TaK>K€ MMMYHOTUCTOXUMUYECKHE PA3TUIUS MEXTY
HOTOXOPO0M 3apOo/IbIIIa M KIIETKaMU XOPAOMBI, KOTOpast
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npeacTaBisieT co0oii BbIcOKOAU(DGhEepeHIIMPOBAHHYIO
3JI0KQ4ECTBEHHYIO ME3eHXMMAJIbHYIO OITyXOJIb C OTJIM-
YUTEIbHBIMU KJIMHUYECKUMU U MOP(OJIOrnYeCKUMU
npusHakaMu. Xopaoma BcTpeuaeTcs B 4% ciydyaes
3JI0KQYE€CTBEHHbIX OITYXOJIEU KOCTEW U IO TMCTOJIOTU-
YeCKOMY CTPOECHMIO 00J1a1aeT CXOICTBOM CO CTPOSHUEM
HOTOXOpP/bI [4].

3a nocnennue 15 net B ornenenun B Poccuiickom
OHKOJIOTMYeCcKOM HayuHOM LieHTpe uM. H.H. bioxuna
BBISIBJICHBI M ITIPOOIIEPUPOBAHEI 58 MAaLIMEHTOB C XOPH0-
Moii KpecTua (BKJtouasi 2 HabOmoaeHus aeanddepeH-
LIMPOBaHHOI (DOPMEI 3a00JIeBaHMS).

KimmHmyeckue mposiBiaeHs 320016 BaHUST JOCTaTOY -
HO XapaKTepHBI. BOJIBIIMHCTBO MAIEeHTOB XaIYyIOTCSI
Ha 00Jib, TP MAaCCUBHBIX JECTPYKTUBHBIX IPOLIECCAX
BO3MOXKHBI TsIKeJIble HapylIeHUs (PYHKIIUI Ta30BBIX
opraHoB. OIyxoJb KpecTiia YacTO MaJIbIIMPYETCs IPU
PEKTaJIbHOM MCCIIeIOBaHUY [5, 6].

JlyyeBass nuarHOCTHKA BBISBIISIET CPEIMHHO pac-
IMOJIOXKEHHBIN TUTUYECKUIA 04ar ¢ HAJIMYNEeM MSITKOT-
KaHHOTO KOMITOHEHTA B OOJIbIIMHCTBE HAOIIOICHUIA.
O1eHKa KJIaCCUYECKMX PEHTT€HOIPAMM MOXKET ObITh
3aTPYAHEHHOW M3-3a HaAJIOXKEHUS CTPYKTYp MpU-
JIeXKalllMX OpraHOB M TKaHel Ha odar IopaXXeHWUs,
B 3TOM CBSI3M IMArHOCTUYECKU Ba*KHBIMU OKa3bl-
BalOTCsI KOMITbIOTepHast ToMorpadus U MarHMTHBIN
pe3oHaHc [3].
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OnyxosieBblii y3eJ MaKpOCKOIMMYECKH UMEET J0JIb-
yaToe CTPOECHUE, XapaKTepU3yeTcs: TH(UILTPATUBHBIM
pOCTOM B IIpuJjexallne MIrKue TKaHU, OITyXOJieBast
TKaHb, KaK MpaBUJIO0, Npo3padyHasi, cepo-rojyodas ¢
TOHKMMH CEIITaAMU.

MuKpocKonm4eckoe MCCHeJ0BaHUE BBISIBISET
JI0JIbYaToe CTPOEHUE OMyXOoJu, Mpeobdiagarlinii B
CTPYKTYpe MMKCOWIHBIA MaTPUKC, KIECTKH XOPAOMBI
OKPYIJIbIC WIN BRITSIHYThIE C O0OMILHOM 203MHOMDMILHOMN
LUTOIIIa3MOM pacTyT LieIIOYKaMU, OTAECIbHBIMU
CKOIUICHUSIMM M MEJIKMMU TIacTaMU, BCTPEYAIOTCS
BKJIIOUEHUSI PACTUTEIbHBIX KJIETOK C BhIpaXKeHHOM
My3bIpUyaToii HUTOIIa3MOM, sApa, KaK IMpPaBUjo,
MeJK1e, oKpyrible (puc. 1). B peakux ciydasx MoxeT

Puc. 1. Knaccnyeckas xopaoma. /[oJpuaToe CTpoeHHE OMYXOJIH €
TOHKMMH cenTamMu. [pynnbl KpymHbIX BAKYOJIM3HPOBAHHBIX KJIETOK
B MHKCOWIHOW CTPOME C Pa3/JMYHOI CTENeHbIO SIEPHOI aTHIHM.
OKpacka reMaTOKCHJIMHOM U 303WHOM, yBeueHue x 200

HaOI0AaThCId SASPHBIM MOIUMOPPU3M, MUTO3HI
eIMHUYHBIC. PeIKuit BapraHT OIyXOJIM, XOHAPOWIHAS
XOpIoMa, OOBIYHO BCTPEUYaeTCsI B OCHOBAHUU dyepera,
XapaKTepU3yeTCs BBIPpaXXeHHBIM XOHIPOUIHBIM
KOMITOHEHTOM B COYETAaHUM C KJIaCCUIECKON
xopromolii [5]. Penkue BapraHTBI XOpAOMBI C BEICOKOM
KJIETOYHOCTBIO, TTOTepEeil XapaKTEePHBIX MPU3HAKOB
KJTACCHYECKOM XOPAOMEI, COJTMIHBIM XapaKTePOM pocTa
OIICHIBAIOTCS KaK HU3Koau(depeHIINpoBaHHAS WU
nennddepeHIMpoBaHHAsS XopaoMa. JJaHHBI BapruaHT
OITYyXOJIM O0JTalaeT arpeCCUBHBIM TeUCHUEM U TITIOXUM
MPOTHO30M (puc. 2).

KieTkm XopaoMBbI 5KCITPECCUPYIOT IIUTOKEPATUHEI,
0COOEHHO MHTEHCHUBHO SKCITPECCUPYETCS LIMTOKEPATUH
8-, 18-, 19-ro Tunos, a Takxke uuTokepatTuHol AE1/
AE3 [7-9]. dns xopInoMbl XapaKTe€pHa 3KCIIpeccus
SMUTETNATHLHOTO MEMOPAaHHOTO aHTUTEeHA, 9KCIIPECCHS
6enka S-100 B k1eTKax XOpAOMbI BapbUpYeT.

AduddepeHunanbHblii AMarHO3 Mpexae BCEero
BKJTIOUAET XOHIPOCAPKOMY, UTO OCOOEHHO aKTyaIbHO
MPY MaJIeHbKUX TOHKOUTOJIbHBIX OMOIICUSIX OITyXOJIei
Y XOHIPOMIHOM BapuaHTe CTPOSHUS XOpaoMbl [8—10].

Puc. 2. lenuddepenmmposannas xopaoma. Becniopsaounoe pac-
noJioxkeHue NoIMMOPGHBIX KJIETOK C BbIPAKEHHBIMH NPU3HAKAMH
ATUIUNA A1ep, MUTOTHYECKHEe (bl/ll"y])l:l. OKpacxa TéeMaTOKCUJINHOM
M 903HHOM, yBeJmaeHue x 200

BaxXHbIM TMAarHOCTUYECKUM TPU3HAKOM SIBJISIOTCS
IIUPOKME CLIETITICHUS O TMOBEPXHOCTU LIMTOJIEMMBbI
KJIETOK XOPAOMBI M TOHKHE OTPOCTYAThIE COeNMHEe-
HUS KJIETOK B XOHIpocapkome. O6Ge OMmyXoJu MOTYT
MMPOSIBISITh UMMYHOPEAKTUBHOCTh K 0enKky S-100,
OJIHAKO MOJIOXKUTEJbHAs peaKiys C IUTOKEPAaTMHAMM,
SMUTEIMATbHBIM MEMOPaHHBIM AaHTUTEHOM U HOBBIM
MapKepoM Opaxuypu MOMOTAIOT YTOUYHUTH IMArHo3
xopaomhl [11]. Meiakue TOHKOUIOJIbHbIE OMOMNTATHI
MOTYT CO3/1aBaTh IMAarHOCTUYECKUE AUJIEMMBI, Kak,
HampuMmep, B ciydasax aenuddepeHInpoBaHHbBIX
omyxoJiel KaK XOpAOMBI, TaK U XOHAPOCAPKOMBI
(puc. 3, 4).

DKcTpacKeaeTHass MUKCOMIHAsT XOHApOocapKoMa
SIBJISIETCS MCKJTIOUMTEIbHO MITKOTKAHHOM OITyXOJIbIO,
JIMarHO3 MOXKET OBITh MTOATBEPXKIEH NMMYHOTHUCTOXM -

Puc. 3. JlenuddepenunpoBannaa xouapocapkoma. Coueranue
CTPYKTYpPbI HU3KOAU(DepeHnuPOBaAHHOI CAPKOMBI U YMEPEHHO
b depennupoBaHHoii XOHAPocapKoMbl. OKpacka reMaTOKCHIN-
HOM M 303HHOM, yBejimdeHue x 100
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Puc. 4. Mukcouanas xonapocapkoma. ToHkue, oTpocTYaTBIE
COeMHEHNs KJIETOK, JAaKyHAPHbIe CTPYKTYpbl. OKpacka reMaToK-
CHJIMHOM M 303UHOM. YBemdenue x 100

MMYECKH MIPU OTCYTCTBUM PEAKIINU C IUTOKEPATUHAMMU,
a TakKe IIUTOTCeHETUIECKM TIPU BBISIBICHUT XapaKTep-
Hoit TpaHcinokauum t(9:22) (EWS:NR4A3).

JuddepeHimaabHbIi 1MarHO3 ¢ METaCTa30M afeHO-
KapIIMHOMBI MOXKET OKa3aThCsI KpaiftHe 3aTpyTHUTEIEHBIM
0COOEHHO ITPU MEJIKMX OMOIICHSIX, OHAKO BhIPAXKEHHBII
SIEPHBI TTOMTUMOP(PU3M, MUTO3BI, HEKPO3bI, CTOJIb
XapaKTepHbIe IJIST aleHOKAPIIMHOM, ITOMOTAIOT B
JIMAaTHOCTUKE. DKCITPeCcCHs] IUTOKePAaTMHOB XapaKTepHa
JIJIs1 00€MX OMYyXOJIeil, OMHAKO CIIeLI(PUIECKUIA MapKep
opaxuypu [11], a Takke opraHocnenupudeckue 0eaKu
CDX-2, TTF1, AMACR, MaMMOT7I00MH TOMOTAIOT B
IMOCTAaHOBKE anarHo3a (puc. 5, 6).

[uranTckme ocTaTKM 3a9aTKOB HOTOXOPIBI WU
ramMapToMa HOTOXOPIbI BCTPEUAIOTCS PEIKO, OTHAKO
CYIIIECTBOBAHME TAaHHOTO TTOPOKA JTOJKHO YUUTHIBATHCS
Ipu npoBeaeHUr AuddepeHnaJlbHOTO AUAaTrHO3a.
PenTreHonornuecku rnogo0HbIe oyaru o61a1aoT 30HON
CKJIepo3a, He pa3pylIaloT KOCTHYIO CTPYKTYpYy M He

Puc. 5. KineTku Ki1accuuecKkoil XOpa0Mbl HHTEHCHBHO 3KCIIPeCCH-
PYIOT IUTOKepaTHHbI. YBeauyenue x 100

Puc. 6. Cnemuduueckmii 111 XopaoMsl Mapkep opaxuypus. ITo-
JIOKHUTENIbHAS] IKCIPECCHsi, HMMYHOTHCTOXHMHYECKAS] OKPACKa,
yBeamyenue x 100

00J1a1af0T MIATKOTKAHHBIM KOMITOHEHTOM, BO3MOXKHO
OTMETUTh He3HAYNTETbHBIN WM GoJiee BhIpasKeHHBIIN
CKJIEpO3, MHOT/A TTOJTHOE OTCYTCTBHE CUMITTOMATUKMN.
Kaxk nmpaBuno, cuuHTUrpadus He BbISIBIISIET U3MEHEHUIA.
Ha xommnbroTepHOIT TOMOTrpauy BO3MOXHO OTMETUTD
OCTEOCKJIePO3, NECTPYKTUBHBIX U3MEHEHUU KOCTHU
U KOPTUKAJILHOU MIACTUHKU HE OTMevaeTcs, Mpu
MarHUTHO-PE30HAHCHON TOMOTpauM B peKMME
T1 ormeuaercss curHaja HU3KOM MHTEHCUBHOCTH, B
pexxume T2 — cpeHeit MIu BbICOKOM MHTEHCUBHOCTH.
MSIrKoTKaHHBIN KOMIIOHEHT OTCYTCTBYeT. [locTaHOBKa
JIMarHo3a MpY TUTAHTCKUX HOTOXOPIATbHBIX 3a9aTKax,
Kak MpaBUJiOo, OCHOBBIBAETCSI HAa TaHHBIX MAarHUTHOTO
pe3oHaHca (puc. 7).

buonornueckoe nposiBieHUe raMapTOMbl HOTOXOP/IbI
COOTBETCTBYET 100poKauecTBEeHHOMY Tipolieccy [3].

—~
-

P NFNE T

Puc. 7. JlonoHuTelIbHBIE JTyYeBble METO/IbI TUATHOCTHKHU, HAHOOIee
unpopmaTusHbie pezkumbl T1 1 T2 yka3bIBalOT HA IOPAXKEHHE TeJIa
4 MOSICHIYHOTO MO3BOHKA
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[cronormaeckoe UccIenoBaHNE MTO3BOJISIET BBISIBUTD
COJIVITHBIE TTOJIST M3 BAKYOJIM3UPOBAHHBIX KJIETOK, CXOTHBIX
10 MOPMOJIOrUM C AIUITOLIUTAMU B COYETAHUU C MEHee
BaKyOJIM3UPOBAHHBIMU 303MHOMPUIBHBIMU KJIETKAMMU.
IMuKHOTUYHBIE SIAPa KJIETOK MOTYT ObITh OKPYIJION WU
MOJIUTOHAIBHOM (POPMBI, U3peaKa C TIPU3HAKAMU IO~
MopdusMma (puc. 8, 9). Hebonblime KUCTO3HBIE ITPOCTPaH-
CTBa CoAepKaT 203MHOMWIBHBIN KOJUTOMIHBII MaTepraJl.
J1ompYaToCTh CTPYKTYPBI WJIXM MUKCOWIHBIN MAaTPUKC HE

Puc. 8. loGpokayecTBeHHAS OMYX0.Jib HOTOXOPbI. [PyNbI KJIeTOK ¢
00MIbHOIT MPOCBETIEHHO IIUTOILIA3MOI HAIIOMUHAIOT ATUIIONUTHI.
OTcyTCcTBHE MEKCOMATO32 CTPOMBI M IPU3HAKOB MH(MIIETPATHBHOTO
pocta. OKpacka reMaTOKCHJIMHOM M 303UHOM, yBejndenue x 100

Puc. 9. loopokayecTBeHHAs OMYX0Jb HOTOXOPAbI. Sapa KIeToK
onHoTunHble. OKpacKa reMaTOKCUJIMHOM M 303HMHOM, yBeJH-
yenue x 400

XapakTepHbl. MUTO3bl OTCYTCTBYIOT, COCYAUCTAsl CETh
KpaitHe ckynHas. Cpeny OnMcaHHbIX CTPYKTYP MOXHO
HabJ110/1aTh KPOBETBOPHbIN KOCTHBIM MO3T U OCTPOBKH
CKJIEpPO3UPOBAHHBIX KOCTHBIX OAJIOK.

MMMyHOTMCTOXMMUYECKOE UCCIIEI0OBAHE BbISIBJISIET
MO3UTUBHOE OKpalllBaHUe C Opaxuypu, BAMEHTUHOM,
O0ILIMMU LTUTOKEpaTUHAMU W LIUTOKPATUHOM 18-T0
TUIA, MUTEJUATbHBIM MEMOpPaHHBIM AaHTUTEHOM U
oeakom S-100.

Ta6mua. IucddepenmanbHas TMArHOCTHKA

JloGpokayecTBeHHas!

oryxosib HoToxopbl (JIOH) Xopnoma

IMons BaKYOJIM3UPOBAHHLIX I[om)anaﬂ APXUTECKTOHUKA

KJIETOK
Do3uHUPUILHAS LleroyeuyHble CTPYKTYpPHI U3
nMTorjazma BaKyOJIM3MPOBAHHBIX KJIETOK

BoipakeHHast siaepHast
ATUIINSI

YMCpCHHaH AOCpHasd aTUuIuA

Hanuune mukconmHoro
MaTpUKCa, MUTOTUYECKUX
¢uryp u HeKpo3a TKaHU
OITyXOJIN

OTCyTCTBIE MUKCOUTHOTO
MaTpuKca, MUTOTUYECKHUX
duryp, HeKpo3a TKaHU
OTIYXOJTN

PaspyieHne KopTUKaaIbHOTO
CJIOS1 KOCTH Y HaJTUuue
BHEKOCTHOTO KOMITOHEHTA

OTcyTCTBUE AECTPYKTUBHOTO
pocta

HunddepeHtmanbHblil 1UarHo3 cieayeT MPOBOAUTh
C XOpIIOMOM, IJII KOTOPOU XapaKTEPHBI LIETIOYKUA U
KOMIIJIEKCHI M3 aTUITUIHBIX XOPIOMIHBIX KJIETOK, pac-
MOJIOXEHHBIX B MUKCOMITHOM MaTpuKce (CM. TabIulILy),
a TaKKe C SKUPOBBIM KOCTHBIM MO3TOM M CBETJIOKJIETOU -
HBIM PaKOM TTOYKH.

JleyeHre XOpAOMBI, JIOKAJIM30BAaHHOM B KpecCTIle
1 TTIO3BOHOYHMKE, XUPYPTUIECKOEe C IITMPOKNUM Mcce-
YeHNEeM OKPYXKaIoINX TKaHel, XOpIOMY OCHOBAHMS
yeperna JjieyaT B coueTaHuu ¢ oosyyeHuem. Mcceue-
HUE XOPIOMBI OCIIOXHSETCS TPYAHBIM MOCTYIIOM K
OITyXOJIN, OTM30CTHIO K XKM3HEHHO BaXKHBIM OpraHaM,
YTO OOBSICHSIET BLICOKUM PUCK PELIUAUBOB, S-JTETHSS
BBIKMBAEMOCTh IpU XopaoMe cocrasisieT 45—70%,
10-1eTHSIST BBDKMBaeMOCTb — 28—52%. OtnajneHHbIE
MeTacTa3bl MPEUMYIIIECTBEHHO B JIEFTKUX HAOI01al0TCS
Ha MO3IHMX cTagusx 3aboaeBanus B 30% cirydaes, Ofl-
HaKO CMEepTh MallMeHTOB, KaK MpaBuio, 00yCI0BIeHa
peuuauBaMu U NPOTPECCUPOBAHUEM C MECTHBIMU
OCJIOKHEHUSIMU.
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NOTOCHORDAL TUMORS (CHORDOMA). DIFFERENTIAL
DIAGNOSIS. IMMUNOHISTOCHEMICAL MARKERS

Boulytcheva 1.V.!, Franco Bertoni?, Patrizia Bacchini’?, Musaev E.R.!

IN.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation
2Casa di Cura Villa Erbosa University of Bologna, Italy

Key words: notochordal tumors, cytokeratines, chromogranin A, EMA, GFAP, NSE

Chordomas, low-grade chondrosarcomas, metastatic carcinomas 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, samples from 58
patients with sacrum 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. Two cases of dedifferentiated chordoma were described.
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