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ITepBuunbIe OMYX0JIM CKeJIETA TOCTATOYHO PeAKH U cOCTaBIAIOT 1,5—2% ot Bcex BCTpeyaomMXxcs 3JI0KA4eCTBEHHbIX OITy-
XO0Ji€eii YelloBeKa, 0THAKO a0COI0THOE YMC/I0 MX HEYKJIOHHO yBelnuyuBaercs. /InarHocTMKa TaHHOW Tpynmnbl 3a00/1eBaHuil
TPYAHA, TPeOyeT OmbiTa, CNEIHAIbHOI NOATOTOBKH M YIBTHAMCUMILIMHAPHOIO MOAXO0AA C Y4ACTHEM XHMPYpPra-opromneaa,
JIy4eBOTO TMATHOCTA, MATOJIOrA H OHKOJIOra. JlaHHbIii MOAXO0/ K MPo0ieMe No3BOJIsIeT YBEJIHYUTh 5-I€THIOI BbIKHBAEMOCTD

npu ocreocapkome 10 70%, capkome FOunra — no 60%.

B npeacTaBjaeHOM 06301)6 CYMMMUPOBAHBI ITOCJICTHUE TOCTUZKCHHUS B JICUCHUH, 4 TAKXKE HOBbIC TAHHBIC B obaacTn MOJIEKYJISAP-
HOIi OMOJIOTHHH NATOreHe3a HanboJiee 4acTo BCTpPEYAIOIINXCA KOCTHBIX CAPKOM.

Onyxomxl U OITyX0JIeNOJ00HbIE 3a00JIeBaHUSI KOCTE
3aHMMAaOT 0co00e MECTO B MaTOJOTUU YeJIOBeKa,
SIBJISISICH B IMAarHOCTUYECKOM acrekTe OMHUM U3 Haubo-
Jiee CJIIOXKHbBIX pa3aenoB. [lepBUUHBIE OMyX0JIU CKeleTa
JIOCTATOYHO PeaKM U cocTaBisiioT 1,5—2% ot Bcex
BCTpeYaloIIMXCcsl OMyXoJieil yejoBeka, oqHaKo abco-
JIFOTHOE YMCJI0 UX HEYKJIOHHO yBeJnurBaeTcst. Omyxonun
KOCTEl OTHOCUTEJBbHO YacTO BCTpevaloTcs y AeTeid, 1
reHe3 ux 3a4acTylo HesiceH. [1pu aToM HEKOTOpbIe OITy-
XOJIM KOCTel BCTPEeUaroTCsl B COCTaBe HaCAeACTBEHHbIX
CUHJPOMOB, HO UX TMUCTOJIOTUUECKUE XapaKTePUCTUKHU
MaJio OTJIMYAIOTCS OT MEePBUYHbBIX MOpakeHui [4].
CraTUCTUUYECKHE JTaHHbIE MOCAEAHUX JIeT CBUIE-
TEJbCTBYIOT O HEYKJIOHHOM, MUHTEHCUBHOM POCTE 3a-
00JIeBa€MOCTU U CMEPTHOCTU MPU 3710KaUE€CTBEHHBIX
HOBOOOpa3oBaHUsIX KocTelt. Hapsimy ¢ aTuM oTMevaeTcst
3HAUMUTEIbHbBIN MPOrpecc B JeUYEeHUU ITUX 3a00jeBa-
HUIi, TOCTUTHYTHIN B pe3y/ibTaTe COBEPIIEHCTBOBAHMUSI
XUPYPTUYECKUX, XUMUOTEPATIEeBTUYECKHUX 1 JIYUEBBIX
METO/IOB. YcIieXu B KOMOMHUPOBAHHOM XUPYpPTU-
YEeCKOM U XMMUOTEpParneBTUUECKOM JICUEHUM PE3KO
YBEJIWYUIN CPOKY BbIKMBAEMOCTU OOJBHBIX MPU BbI-
COKO3JIOKAYeCTBEHHBIX OMYXOJISIX, TAKWUX, HAIIpUMeD,
Kak octeocapkoma u capkoma lOunra. [To naHHBIM
KopHennbcKoro yHuBepcutera ¥ MeauMHCKOTO
KoJutemxa Anboepra DitHmreitHa (utat Heio-Mopk),
B CoenuHeHHbIX [1ITatrax AMEpUKU €XeroaHo peruc-
Tpupyetcst 2900 HOBBIX HAOJIOEHUIi, YTO COCTABJISIET
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MeHee 0,2% oT BceX BHOBb 3aperMCTPUPOBAHHBIX 3710~
KayeCcTBeHHBIX HOBooOpa3oBaHuii. Ha coBpeMeHHOM
aTane JOCTUTHYTHI 3HAUUTE/IbHbIE YCIIeXU B JIEUSHUU
JJAHHOU TpyMIibl OOJbHBIX, B TOM YHCJI€ JOCTUTHYTHI
yCTiexXu B JIeUEHUU HauboJjiee arpecCUBHBIX CapKOM.
[IsiTUNeTHSIST BBIXKMBAEMOCTh MPU OCTeocapkoMme U
capkome FOunra cocrasisier 70 1 60% COOTBETCTBEHHO.
B npeacraBieHHOM 0030pe CyMMUPOBAHBI TTOCEIHIE
JIOCTVKEHUS B JIeYEHUU W HOBBIE TaHHbIE B 00J1aCTH
MOJIEKYJISIPHOI AMAarHOCTUKM U MaToreHesa HauboJiee
4acTo BCTPEYaroLIMXCsI KOCTHBIX capkoM [2].
OcrteocapkoMa sIBJsieTCsl HanboJiee 4acTo BCTpe-
yaroleiics (mpuMepHo 2 HabMoAeHUs Ha 1| MUUIMOH
HaceJICHUSI B TOJ1) IEPBUYHOM 3/10KaY€CTBEHHOM OITy-
XOJIbIO KOCTEMN, pa3BUBAIOLLEUCS U3 COEAMHUTEILHOMN
TKkaHu. Hanbosiee yacto ocreocapkoMa HaOJI01aeTCs
Ha BTOPOM JAECSATWIETUN XU3HU, OJHAKO MOXET pa3-
BUTHCS B JIIOOOM Bo3pacTe. BpokaeHHbIe reHeThYec-
KM€ CUHAPOMBI, Kak, Hanpumep, Li-Fraumeni nian
Rothmund-Thompson, a Takxe (duOpo3Has nucria-
3us, objiydeHue, 6oJe3Hb [lemkera MOTYT TTOCITYXUTh
MOYBOU JJ1 pa3BUTUSI ocTeocapKoMbl. [Tpomykiiust
OITyXO0JIEBBIMU KJIETKAMU BOJIOKHUCTOM KOCTH SIBJISIETCSI
onpenessolleil XxapaKTepucTUKoi 3aboeBanus. Ha-
psIly C 3TUM JIJISI OCTEOCAPKOMBI XapaKTepHO Halu4une
B CTPYKType XpsiliieBoro u (pubOpo3HOro MaTpukca B
Pa3IMYHBIX MPOMOPLHUSIX, TEM CaMbIM (DOPMUPYIOTCS
MoHsITUs (UOPOOIACTUUECKOTO, XOHAPOOIACTUIECKOTO
1 0CTe00JIACTUYECKOTO BApMAHTOB CTPOSHUSI OMYXOJI1
T10 MpeobJ1aaH 1o TOTO UM MHOTo KoMoHeHTa. Kitac-
cHhuecKasi ocTeocapKkoma SIBJISIETCSI MHTpaMeay UISIpHOI
HU3KoaupdepeHIUPOBAHHOK OMYyX0JIbl0 MeTa(hU30B
JUIMHHBIX TpyOUaThIX KOCTEM, MOBEPXHOCTHBIE Bapu-
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aHTBI OCTEOCAPKOMBI BCTPEYAIOTCST peke, MPOTEKaIoT
OTHOCHUTEILHO OJIaTONPHATHO, pa3BUBAIOTCS B Oolree
crapieM Bo3pacTe. HezaBrCHMO OT JIOKaIM3aImy BbI-
cokomrbdepeHIMPOBAHHBIE BAPUAHTHI 0CTEOCAPKOMBI
noaseprarTcs aeanddepeHLIMPOBKE WIM TPAHC(HOPMM--
pytoTcsi B HU3KoAU(MGhepeHLIMPOBAHHYO OIyXoJib [3].
PenTtreHonornueckas KapTuHa UHOUIBTPATUBHOIM,
HEUYETKOM M0 INTOTHOCTH, TIBIOYATOM UITH TPaOEKYIIsIp-
HOI CTPYKTYPBI, 9aCTO C IIEPHOCTATBLHOI peaKIIneil o
THITY «COJTHEYHBIX JIydeli» UM «KO3bIpbKa KogmeHa»,
MpearnojaraeT AMarHo3 ocTeocapkoMsl (puc. 1). Mac-
CHBHOE OTJIOXKEHHE ITATOJIOTUIECKOTO OCTEOMIa HAOIIO-
JaeTcs MpU IapocTaabHOI ocTeocapkoMme (puc. 2).

Puc. 1. Knaccuueckasi meHTpajibHAasA 0CTeOCapKoMa OexpeHHoi
KOCTH

Tucrtosiornyecku omnyxojb npejacTaBieHa Ijieo-
MOP(HBIMU KJIETKAMU, MPOIYLIUPYIOIIMMU KOCTHBIM,
XpsiiieBoil win (puOpo3HbIil MaTpukce. JIo HacTosIIEero
BpEMEHU He pa3pabOTaHbl MOJIEKYJISIPHbIE MapKEPHI,
MO3BOJISIIOLIME UMMYHOTUCTOXMMUYECKU BBISIBISITD
OMYX0JIEBbINI MAaTPUKC MPU ocTeocapkoMe. B coot-
BETCTBMMU C PA3JIMUHBIM TMCTOJIOTMYECKUM CTPOEHUEM
BBIAEJISIIOT KJIACCUUECKUM, TETaHTUAKTAaTUYECKUM,
MEIKOKJIETOUHBIN, SITUTEIIMONIHBIN, OCTe00IacToMa- 1
XOHIPOO0IACTOMAIIONO0HbIN, (PUOPOTrMCTUOLIUTAPHBIN 1
TMTaHTOKJIETOUHBIM BApMAHTbI CTPOEHUSI OMyX0JI (puC.
3,4). Ioaxon K neyeHnto HU3KoAUpGepeH IMPOBaHHbIX
OCTEOCAapPKOM HE 3aBUCUT OT TMCTOJIOTMYECKOTO BapraH-
Ta omyxoju. Hanbosee BaxKHbIMU ITPOrHOCTUYECKUMU
MPU3HAKAMU [IPU OCTEOCAPKOME SIBJISIIOTCS JIOKAJTA3ALMsI
OITYXOJI B aKCUAJIbHOM CKeJleTe, HATMYKe METACTa30B Ha
MOMEHT IMOCTAaHOBKM JIMarHo3a, pa3Mep OIyxoju 0osiee
10 cM, ToBBIIIEHWE YPOBHEH 111eI0YHOI (hocarTa3bl 1
JIaKTaT JeruaporeHasbl B CbIBOPOTKE KPOBU, CJIaOblii
OTBET Ha MpeaoIepallMOHHbIA Kype XUMUOTEpAIuH,

Puc. 3. Knaccuueckas, HeHTpaIbHAs 0CTE0CAPKOMA KOCTE#
Ta3a grade 3, ocTeo01acTHYECKHIi BAPHAHT

Puc. 4. Knaccuyeckas 1ieHTpajIbHAS 0CTEOCAPKOMA HIDKHEI
4eJ0CcTH. XOHIPOOIACTHYECKHIl BADHAHT
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Hanuume «skip» MeracrazoB wiu kputepuit T3, nopa-
KeHue JuMbaTuyeckux y3iaoB. Ha HacTosiuit MOMEHT
HauboJiee J0CTOBEPHBIM (haKTOPOM ITPOTHO3a IMPU OCTe-
ocapkoMme siBisiercsas Huvos-kputepuii (>90% Hekpo3a
OITYXOJTH SIBJISIETCSI 01arOIPUSITHBIM ITPOTHOCTIECKIM
MpU3HaKoMm) (puc. 5). PelimauB pocTa o1myxoJiu B epBble
3 roga Ha (hOHEe KOMIUIEKCHOTO JIeYeHWsI CHUXKAeT OT/ia-
JIEHHYIO BBIKMBaeMocTh ¢ 60—78% no <20% 5. 9].

Puc. 5. Kaprorpamma. Knaccuyeckas ieHTpajibHast 0CTE0CAPKOMA
KOCTeii Ta3a

OcTeocapkoMa OTHOCUTCS K CIHEKTPY capKoM
¢ KOMIUIEKCHBIM KapuoTuiioM. Ilpu craHgapTHOM
KapuOTUTIMPOBAHUM HU3KOIUGDGDEPEHIIUPOBAHHBIX
OCTE€OCAapPKOM BBISIBIISIETCSI KOMILIEKC CTPYKTYPHBIX U
MOPSIIKOBBIX XPOMOCOMHBIX HapyLIEHUIA B Ipeaeaax
OIHOI omyxoiu. B mMpoTUBOMOI0XKHOCTh 3TOMY MpPU
MapocTaJibHOM OocTeocapKoMe HaOJromaeTcsl IpoCcToit
KapMOTHI, YaCTO MPUCYTCTBYET KOJIbLIEBUIHAS XPOMO-
coma. Ammuindpuxkauus reHoB MDM2 u CDK4 otHo-
CUTCSI K IOCTOSTHHOMY TTPU3HAKY, XapaKTepU3YIOIIeMy
BBICOKOIU(D(DEPEHIIMPOBAHHYIO ITOBEPXHOCTHYIO OCTE-
ocapkoMmy. HenaBHo npoBeieHHbIe UMMYHOTUCTOXUMM--
yeckue ucciaegoBanus ¢ antuteaamu CDK4 u MDM?2
MoKa3ajJu HaJlMdue dKCHPEeCUM HJaHHBIX MapKEpOB B
23 BoicokoauGdepeHIIUPOBAHHBIX OCTeOcCapKoMax
(ueHTpanbHOI U mapocTtaibHoit) [3]. AHTuTena CDK4
u MDM?2 MOryT CIIyXXUTh MapKepoM pa3inyusl BbICO-
KoauddepeHIIMPOBAaHHON 0CTe0capKOMBI 1 10OpoKa-
YEeCTBEHHBIX IMPOILIECCOB — UMUTUTATOPOB CAPKOMBI,
Harpumep, ¢uopos3Hoi nucruiazuu. OgHaKo OTCYTC-
tBUe 3Kcrpeccun CDK4 u MDM?2 B Ki1eTKax OITyXoJIu
He sBJIsSIeTCsl a0COJIIOTHO TOCTOBEPHBIM ITOKa3aTeleM
xapakrtepa mpolecca. Hanbosnee n3ydyeHHbIMU MoOJIE-
KYJISIPHBIMM 3BEHBSIMU MPU OCTEOCAPKOME SIBJISIIOTCS
TeHbl, aCCOLIMMPOBAHHBIE C KJIETOYHBIM LIUKJIOM
(URG4, SKP2), rennl omnyxoJjeBoii cynpeccuu (RB,
p53, pl6, pl4, NF-2, TGF-B), oukorensl (C-MYC,
FOS/JUN, MDM2, CDK4, cyclin D1, Her2/heu,
Wnt, MET, FGFR2, telomerase), reHsI aronro3sa (p53,
BAX, cytochrome C, Livin, Survivin, HSP90) anruo-
rene3a (VEGE, CD31, CD34, factor VIII, a integrin),
MOJIEKYJIbI KJIeTouHOM aare3uu (ezrin, CD44, cadherin,
MaTPUKCHbIE METAJJIONPOTEUHA3bI), PELIEIITOP TUPO-

sunkuHasbl (PDGE, C-Kit), dhakTop pe3ucTeHTHOCTH
K Xumuortepanuu (riavkornporenH P-type), a Takxke
JIpyrue TeHbl pe3ucTeHTHOCTU. Ha ocHOBe JaHHBIX
MOJIEKYJISIPHOW T€HEeTUKW MPOBOASTCS KJIMHUUECKUE
HCTIBITAHUS B 00J1ACTH JIEUEHUsI OCTEOCAPKOMBI C TTPU-
MeHeHueM bevacizumab (anti-VEGF), trastuzumab
(anti her2/neu). IlepcrieKTMBHO# HOBOM TeXHOJOTHEM
B U3YYEHUU MOBEACHUSI OCTEOCAPKOMBbI SIBJISIETCS TTPU-
MeHeHue TUPDY3MOHHOT0O MarHUTHOTO pe30HaHca,
MOMOTaIOIIEro OLUEHUTh CTeTIeHb UBMEHEHUS] TKaAaHU
OIyXOJIU y MalMeHTOB Ha (DOHE XUMUOTEePATIUU.
Bropoii mo yactore nepBUYHON KOCTHOI OMyXO-
JIbIO TPEUMYIIIECTBEHHO MOJIOJIOTO BO3pacTa sIBJISIETCSI
rpyrnmna omnyxoJyieir cemeiictBa capkombl FOunra. Io-
paxaetcst JloOOI OTAes cKeyeTa, HO Haubosiee 4acTo
JUIMHHBbIE KOCTU M KOCTU Taza. PeHTreHosornyeckas
KapTMHa MOXeT ObITb MHOTOOOPA3HOM, /11 CApKOMBbI
IOuHra xapakTepeH arpeCCUBHbIN JUTUYECKUNA WU
CMellIaHHbI, 3HAYUTEIbHbIN IO MPOTSXKEHHOCTHU ovar
ropaxeHusl ¢ MpU3HaKaMU MH(WIBTPATUBHOTO pOCTa
U TIepUOCTaNIbHOM peakuueit (puc. 6). AuddepeHim-

Puc. 6. Capkoma IOunra. Jlutmyeckuii oyar nopazkeHust
B quacdu3se GeIpeHHOIl KOCTH, MEPHOCTAIbHAS PeaKIus,
NPU3HAKYM UH(DUIBTPATHBHOIO POCTA OMYXOJIH

aJIbHBII TMArHO3 MPOBOIMUTCS C JJAHTEPraHCOKJIETOU-
HBIM TUCTUOLIUTO30M, JUM(POMOi1, 0OCTEOCapKOMOIA,
ocTeoMHUeNUTOM. [ucToNmornuyeckoe muccieaoBaHue
MO3BOJISIET 0OHAPYKUTh MOHOTOHHYIO TMOMYJSLIUIO
OJHOPOIHBIX, MEJIKUX, OKPYTJbIX, TUTIEPXPOMHBIX
KJIETOK ¢ (pUTypaMu MUTO30B U amornro3sa [6]. KiaeTku
001a1a10T OMHOTUITHBIMU SIIPAaMU, TOHKUM, HEXKHbBIM
000JKOM LIMTOILIa3Mbl, (POPMUPYIOT THE3a U TLJIACThI
(puc. 7). Cpenu rUCTOIOTUYECKUX BapUAHTOB Bble-
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Puc. 7. Mopdoaormueckas kapruna capkomsl FOunra

JISIIOT KPYMHOKJIETOUHBIN, alaMaHTUMHOMAIOA00HbI,
CKJIEpO3UPYIONINIA U BEPETEHOKJIETOUHBII (CapKoMaro-
IOOHBIN) BapUaHTBI CTPOEHMSI onyxoin. MMmyHoruc-
TOXUMMYECKOE UCClIeOBaHNWE TTO3BOJISIET MPOBOAUTD
nrddepeHInaaIbHyI0 IUaTHOCTUKY € IMMMOOIaCTHOMI
JMGbOMOI, pabIOMIOCAPKOMOI, IEeCMOILIACTUIECKO
MEJIKOKPYIVIOKJIETOYHOM OIMYXOJIbI0, Heipo0JIacTOMOIA,
a TaKKe Me3eHXUMaJIbHOW XOHIPOCApKOMOI 1 MEJIKOK-
JieTouHo octeocapkomoit. Hanbosee pacripocTpaHeH-
Hasl ITaHe b MapKepoB BKItouaeT vimentin, CD99, FLI-
1, LCA, CD20, CD3, TdT, pan-cytokeratin, desmin,
Myogenin/MyoD1, chromogranin n 6emox S100.
ITupokoe npumenennre CD99 (puc. 8) orpaHuuMBaeTcs
MOJIOXKUTEbHOM 3KCIpeccueil JaHHOTO MapKepa npu
RS

2
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e
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Puc. 8. Mem6pannas skcnpeccusi maprepa CD99 B KieTkax omy-
xo0Ji npu capkome FOunra

M O0IaCTHOI TUM(POME U IPYTUX METKOKIETOUHBIX
OITyXOJISIX. ATUITMYHBIE BapuaHTHI capkombl KOwHTa
TIPOSIBIISIIOT PA3IMYHYIO IyBCTBUTEIBHOCTD K TTEPEUMC-
JIEHHBIM MapKepaM. J1J1s1 TocTaHOBKHM AMarHo3a capkKo-
MBI FOMHTa He0OXOTMMO MOJIEKYISIPHO-TeHETUIECKOE
uccienoBanne. bonbmmHcTBO (85—95%) omyxoueii
001a1a10T XPOMOCOMHOM TpaHcaoKauueit t(11; 22)(q24;

ql2), uTro NMpuUBOAUT K ciausiHuio reHoB EWS-FLI-1.
Oxkoio 5—10% omyxoJieit XapaKTepu3yIoTCs TPaHCIIOKa-
umeii t(12; 22)(q22; q12) u cnusuuem EWSRI-ERG. Ha
JIOJIIO0 OCTaJIbHBIX PEAKUX TPaHCIOKALUI MPUXOAUTCS
He 6omee 1% caydaes [7].

KapuotunupoBaHue ¢ MomMollblo METOIOB Kjac-
CUYECKOI HIMTOTeHETUKHU BbICOKOUYBCTBUTEILHO, HO
TPYAOEMKO U TpeOyeT BbICOKOW KBaJIUMUKALIMU Mep-
COoHasla Jabopatopuu. B KIIMHUYeCKOU IpakTHUKe yalie
MPUMEHSIIOT METO/, IOJMMepPa3HOi LIEMHO peakIiU ¢
ob6patHoii TpaHckpuIita3oii (RT-PCR) wim meton rn6-
punuzauuu in situ (puc. 9). HeodxonmMo mnoMHUTb, YTO
EWSR I reH MOXET 0Ka3aThCsI KOMIIOHEHTOM CJIMSTHUST
U MMPY aHTUOMATOUIHOM TUCTUOLIMTOME, CBETIOKIIETOU-

Puc. 9. FISH-uccnenosanue npu capkome FOunra

HOI1 capKoMe, TeCMOTLTACTHYECKOM METKOKPYTIIOKIIe-
TOYHOM OITyXOJIM, BHECKEJETHON XOHIpOCapKOME,
MMKCOMTHOM KPYTIIOKJIETOYHOM TUTTOCApKOME, a TAKKe
MMO3TUTEIMOMe. BONBIIMHCTBO MepeYncIeHHBIX OITy-
XOJIeit pa3BUBAETCS B MIATKHX TKaHSIX, OMTHAKO B PEIKIX
CIIyJasiX MOKeT HaOTIoaaThCs TIEPBUYHO B KOCTH.
Tewenue capkombl FOuHTA arpeccuBHOE, TP Ha-
JIMYUM METACTa30B HAa MOMEHT IUATrHOCTUKHM S-JIETHSIS
BBDKMBaeMOCTh He TipeBbItaeT 10%. Kpurepuii orieHKr
MMPOTHO3a CXOIeH C ocTeocapkoMoii. Hekpo3 6omee
90% ormyxoJieBOif TKaHW Ha JTOOIEePAllMOHHOM TIepH-
oJle yKa3bIBaeT Ha OJIaronmpusTHOE TedeHue 3aboyeBa-
HUs. B mmocnenHue rompl HabMIOmMaeTCs TOBBIIIEHHAS
AKTUBHOCTH B M3YyYEHUM T€HETUIECKUX HapyIIeHUI
npu capkome FOunra ¢ ¢popmupoBaHueM Ipoduis
r100ajxbHOM reHHo# akcrpeccuu, siRNA mHunmnm-
POBAHHOTO TeHA U BBHIIEJIECHUS KJICTOUYHBIX KYJIBTYp.
LleHTpaNbHBIM COOBITHEM MO-TIPEKHEMY CUMTAETCS
EWS-FLI1 TtpaHcKpunT, OAHAKO MJIsI pa3BUTHUs 3a00-
JIeBaHUST HEOOXOIMMO JIOTTOTHUTEIEHOE TTapalieIbHOE
BO3HMKHOBEHMWE MYTAIIMU MM IIETTOYEeK COOBITHIA,
BKJTIOYAIOIINX TeHBI TIpondepalin 1 KU3HECITOC00-
Hoctu kieTok (MuineHu IGF1, MYC, NKX2.2, TORK,
p21, p57kip, TGFBR2 1 npounx). AKTUBHO ITPOBOISITCS
KIMHUYIECKIE UCTTBITAHUS C MTHTUOUTOPAMHU Pa3TUIHBIX
ueneii, HampuMep RAF kinaze, VEGE, C-KIT, mTOR, a
TaKKe MOHOKJIOHAIbHOM Tepanuu npotuB CD99 morne-
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KyJbl. HemmocpencTBeHHBIM KITETOYHBIN poAOHAYATEHUK
capkombl KOuHTa ocTaeTcsl HEM3BECTHBIM.
XoHapocapKkoMa OTHOCUTCSI KO BTOPOI 10 4acTOTe
3JI0KaYECTBEHHO OIyX0JI1 B3pOCJIbIX [IOCJIe OCTeocap-
koMbl B Coenmnennbix Il TaTax yactoTa XOHIpOCapKOM
cooTBeTcTBYET 3,6%. Pesynbratel 12-j1eTHEro Hab0-
JIeHUs B OHKOJIornueckoit 6obpHUIE Ne 62 (. MockBsa,
Poccust) ykasbiBaloT Ha MepBOCTENIEHHOE 3HAUeHUE
JIAHHOM OIYXOJIA B CTPYKTYpE TTEPBUYHBIX 3JT0KAUECT-
BEHHBIX OITYXOJIeil KOCTel y B3pocibix. Kinaccuueckas
LIEHTpaJIbHas XOHApocapKoMa BcTpedaercs B 90% Bcex
cJIydaeB XOHIPOCApKOMBI M ITOpaKaeT KOCTU TYJI0BUIIIA,
Tasa M TpyOdYaThle KOCTU. BTOpmyHas meHTpasbHas
XOH/IpOocapKoMa pa3BUBAETCS HA OCHOBE XOHIPOMBI, B
TOM uucie rpu 6osie3Hu OJuibe u cuHapoMe Magdyuun,
aTaK:Ke BCJIeJACTBUE 3710KaYeCTBeHHOM TpaHChopMalun
XPSIIIEBOTO MOKPHITHS KOCTHO-XPSIIIEBOTO 9K30CTO3a
[8]. HezaBucumo oT pazHOOOpa3usl TUCTOJIOTUYECKUX
BapHUaHTOB XOHIPOCAPKOM, PEHTIEHOJIOTMUECKOe N300~
paxkeHue 6a3upyeTcs Ha OCHOBE 10J1bYaTOM CTPYKTYPbI
OITyXOJIM, HAJTMYWSI THAJIMHOBOTO MaTpUKCa M TIepH-
(hepuyeckoro 3HXOHJAPaJbHOTO OKOCTEHEeHUs (puc.
10, 11). MuHepainzalysi MaTpukca HauboJiee YeTKO
BBISBJISIETCST Ha KOMITBIOTEPHBIX TOMOTpaMMax, a BbI-
COKOE CoiepsKaHHe KUIKOCTH B MATPUKCE TIPY CUTHAJIE

Puc. 10. PentreHosiornyeckasi KApTHHA IEHTPATbHOIA
KJIACCHMYECKOi XOHIPOCAPKOMbI TPYOUaTOi KOCTH

Puc. 11. Bropuynasi XoHApocapkoMa KOCTeii Taza

T2 marHutHOTrO pe3oHaHca. [Mcronornyeckas KapTuHa
XOHJPOCAPKOMbI BapbUpPYyeT OT BbICOKOAU (DG EPEHIIUPO-
BaHHO# 1o aAuddepeHMpoBaHHoil (puc. 12, 13), npu
9TOM XOHAPOCAPKOMa KOCTE CTOIbI M KUCTU 00J1a1aeT
0oJIbIlIe KIETOYHOCTBIO 1O CPaBHEHUIO C IJIMHHBIMU

€

Puc. 12. Xonapocapkoma (grade 2), okpacka no Ilananukonay.
Iuronornyeckuii npenapar

Puc. 13. UnduasTpaTuBHbliA pocT NPH XOHAPOCAPKOME
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KOCTSIMU. boJibIiieit KJieTOYHOCThIO 00J1aAal0T OITYXOJIN
pu 6oie3Hu OJutbe U cuHapome Madyuun. K peakum
opmMaM OTHOCSTCS CBETJIOKJIETOUHASI U ME3EHXUMAJTb-
Hasl XOHIpocapKoMmHl [18].

[IpoBenenue nuddepeHINaIbLHON AUAaTHOCTUKHU
MeX1y T0OpOKaueCTBEHHOM XOHIPOMOT 1 BEICOKOAU(D-
(epeHIMPOBaHHON XOHAPOCAPKOMOU TMO-TPEeXKHEMY
SIBJISIETCSI TPYOHOM 3amadeil M TpeOyeT 3KCIIEPTHOTO
MHEHUsI KJIIMHUIIMCTa, peHTreHojiora u Mopdoutora [1,
10, 11]. Ha ocHOBaHMM UCCIEA0BAHMSI, IPOBEICHHOTO
SKCHEPTHOM AMATHOCTUYECKOM T'PYIIIION IO OLIEHKE
crerneHu TuddepeHIupPOBKU XPSIIIEBBIX OMYXOJEN,
ycTaHOBJIEH KoadhduiMeHT, paBHbiil 0,443 mist mato-
nora u 0,345 naa penrreHosnora (p<0,00001). Tem He
MeHee CTeNeHb TMCTOJIOrnYecKoi nuddepeHIMpoBKY
OITyXOJIX COXpaHsIeT CBOe 3HaUeHUE B OLIEHKE ITPOTHO3a
MPU XOHAPOCapKOME.

XopaoMma mipeacTaBisieT co0oit BeIicoKomud gepeH-
LIMPOBAHHYIO 3JJ0KAYE€CTBEHHYI0 ME3eHXMMaJbHYIO
OIyX0JIb C OTJWYUTEIbHBIMU KJIMHUYECKUMU U MOD-
¢osornueckuMU Mpu3HaKamMu. XopaoMa BcTpedaeTcs
B 4% ciyJaeB 3JI0Ka4eCTBEHHBIX OITyX0JIe# KOCTeH 1 TTo
TUCTOJIOTUYECKOMY CTPOECHUIO 00J1a/1a€T CXOACTBOM CO
cTpoeHueM Hotoxopnbl [12, 13].

KnnHuueckue nposiBiieHUs 3a00eBaHUsI JOCTa-
TOYHO XapaKTepHbl. BOJIBIIMHCTBO MallMEHTOB XKaly-
I0TCS1 Ha 00JIb, MPU JIOKAIU3AlUU OIYyXO0JIM B 00J1aCTH
OCHOBaHUs yepera BOZHUKAIOT HapyllleHue 3peHus 1
rojioBHas1t 60Jib. OTMyX0JIb KPecTIla YacTo MajbIIupyeTcst
MpU peKTaJbHOM MccienoBaHuu [14].

JlyuyeBasi nuarHocTuka BbISIBJISIET CPEIMHHO pac-
MOJIOXKEHHBIN TUTUYECKUIA oyar ¢ HAJIMYUEM MSITKOT-
KaHHOTO KOMITOHEHTa B OOJIbIIMHCTBE HAOIIOACHUIA.
Ol1eHKa KJIaCCUYECKUX PEHTTeHOTpaMM MOXET ObITh
3aTPYJAHEHHON M3-3a HAJIOXEHUS CTPYKTYp TMpujie-
KalllMX OpraHoB W TKaHell Ha oyar MmopaxeHwWs, B
9TOM CBSI3U IMArHOCTUYECKU Ba’KHBIMU OKa3bIBaIOTCS
KOMIMBbIOTepHast ToMorpadusi U MAarHUTHBIN pe30HaHC.
OnyxoJiu OCHOBaHUS Yeperia MOTyT paclpoOCTPaHSIThCS
JI0 TYpelKOTOo cejia, B MaJIOM Ta3y XOpJAoMa pacTeT B
MSITKME TKaHU KIepeau, B MO3BOHOUYHUKE, KaK MpaBU-
JI0, TIOpakaeTcst HECKOJIBKO IMMO3BOHKOB (puc. 14).

OnyxosieBblii y3eJ MaKpOCKOIMUYECKN UMEET J0JIb-
yaToe CTPOeHHUe, XapaKTepu3yeTcsi UHOUIbTPATUBHBIM
poCTOM B IpUJIexXallre MSTKHWe TKaHU, OTyXoJjeBasi
TKaHb, KaK MpaBUJIO0, NTpo3pavyHasi, cepo-rojyodas ¢
TOHKUMMU centamu [15, 16].

MukpocKonnyeckoe Uccie0BaHNe BbISIBIISIET 10JIb-
yaToe CTpOeHHe OIyX0Jid, a TakKe TTpeodagatonunii B
CTPYKTYype MUKCOUIHBIN MaTpukc. KieTku Xopmnombl
OKPYTJIblE WU BBITSIHYThIE, C OOUJIBHOM 303MHOMUIIb-
HOW LMTOIIa3MOM, pacTyT LeNMOYKaMU, OTAEIbHbIMU
CKOTUJIEHUSIMU Y MEJIKMMMU TLIacTaMU, BCTPEUaroTCs
BKJIIOUEHUST PACTUTEbHBIX KJIETOK C BbIpakKeHHOM
My3bIpYaTOil IUTOILIa3MOM. S 1pa OMmyXoyieBbIX KJIETOK,
Kak MpaBujio, Mejkue, okpyribie (puc. 15). B peakux
clIyJasix MOXeT HaOJTIoAaThCs SIAEPHBIN MOIMMOPPU3M,

Puc. 14. Xopaoma kpectua. KomnbioTepaas TomorpaMma

MUTO3bI eAMHUYHBIE. PeK1i1 BApUaHT OMyXOJI1, XOH I~
pouMIHAS XOpAOoMa, OOBIYHO BCTPEYaeTCS B OCHOBAHUN
Yeperra, XapaKTe pU3yeTcsl BRIPaXKeHHBIM XOHIPOUTHBIM
KOMITOHEHTOM B COUYE€TaHUU C KJIACCUYECKOU XOPIOMOIA.
Penkuie BapraHTbI XOPAOMBI C BHICOKOM KJIETOYHOCTBIO,
rnoTepei XapaKTepHbIX TPU3HAKOB KJIaCCUUECKOM Xop-
JIOMBbI, COJIMTHBIM XapaKTepOM POCTa ONUCHIBAIOTCS KaK
HuskoaudbepeHInpoBaHHas Wi AeauddepeHmnpo-
BaHHas XxopaoMa. JIaHHbII BapyuaHT OMyX0Ji1 o01anaeT
arpecCMBHBIM TEYEHUEM U TIJIOXMM MPOTHO30M.

Puc. 15. Ipynnsl «pacTUTENbHbIX KJIETOK B MUKCOUIHOM CTPOME».
Knaccuueckas mopdoiornyeckasi KApTUHA XOHAPOMBI
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KiteTku XOopIoMBI 9KCITPECCUPYIOT IUTOKEPATUHHEI,
0COOEHHO MHTEHCUBHO 9KCIIPECCUPYETCS LIMTOKEPaTUH
8-, 18-, 19-ro Tunos, a Takxke uuTokepaTuHol AEI1/
AE3 (puc. 16). 1yt XopaoMBI XapaKTepHa 3KCIIPeCCust

Puc. 16. UMMyHOrHCTOXMMUYECKAS PEAKIHS C HIUTOKEPATHHAMH.
Xopaoma

SMUTEINATBLHOTO MEMOPAHHOTO aHTUTEHA, IKCITPECCUST
oenka S-100 B kieTKax Xopaombl BapbupyeT [17].
AunddepeHunanbHbIil IMAaTHO3 IIPEXOAEe BCETO
BKJIIOUAeT XOHIPOCAPKOMY, YTO OCOOEHHO aKTyaJlbHO
MPU MaJIeHbKUX TOHKOUTOJIbHBIX OMOIICUSIX OMyXOJei
OCHOBaHMsI Yeperia U XOHAPOUTHOM BapuaHTe CTPOSHUS
XOpAOMbI. BaxXHBIM 1MarHOCTUYECKUM MPU3HAKOM SIB-
JISIETCSl HAJTMYMe IIUPOKUX CLIETUIEHU 110 MOBEPXHOCTU
LIMTOJIEMMBbI KJIETOK XOPJOMBI U TOHKHE OTpOCTYAThIE
COeIMHEHHS KJIETOK XOHIpocapkKoMbl. O0e oryxoiu
MOTYT MPOSIBJIITH UMMYHOPEAKTUBHOCTD K 0esiKy S-100,
OJIHAKO MOJIOXKUTEbHAS peaKIvsl C IUTOKEpaTUHAMH,
SMUTENUATBHBIM MEMOPAHHBIM aHTUTEHOM U HOBBIM
MapKepoM Opaxuypy MOMOTaeT yTOUHUTh IMarHo3 Xop-
JIOMBI. DKCTpacKejaeTHasi MUKCOUIHAsI XOHIpocapKoMa
SIBJISIETCSI UCKJTIOUMTEIbHO MSITKOTKAHHOM OIyXOJIbIO,
JIMarHO3 MOXET ObITh MOATBEPXKIeH UMMYHOTMCTOXM -
MMYECKHU MPU OTCYTCTBUU PEAKIIMU C LIMTOKEpATUHAMM,
a TaKXKe LIMTOTEHETUYECKU TP BbISIBJIEHUU XapakTep-
Hoii TpaHciokaimu t(9:22) (EWS:NR4A3). [luddepen-
LIMaJIbHBIA IMArHo3 ¢ MeTacTa3oM aaeHOKapLWMHOMBbI
MOXKET 0Ka3aThCsl KpaliHe 3aTpyIHUTETbHBIM OCOOEHHO
MPU MEJIKMX OMOTICHSIX, OTHAKO BbIPAKEHHBIH S PHBIT
MoJUMOP(U3M, MUTO3bI, HEKPO3bI, CTOJIb XapaKTep-
HbI€ /151 aleHOKApLMHOM, TTOMOTalOT B TMarHOCTUKE.
DKcrpeccusl IMTOKEPATUHOB XapakKTepHa s 00enx
OITyXOJieit, OAHaKO crieluduuecKuii Mapkep Opaxuypu,
a takke opraHocneuunduueckue oenku CDX-2, TTF1,
AMACR, MaMMOIJIOOMH IOMOTaIOT B TOCTAHOBKE A1a-
rHo3a. [MraHTCKue OCcTaTKy 3a4aTKOB HOTOXOP/bI WU
raMapToMa HOTOXOPJbl BCTPEUAlOTCSl PEAKO, OJHAKO
CyIlIeCTBOBaHME TaHHOTO MOPOKa JOJKHO YUYUTHIBATh-
csl Ipu TpoBeJeHUN AuddepeHImaIbHOro MarHo3sa.

PenTreHosornuecku rnogo0HbIe ouyaru o0J1a1at0T 30HON
CKJIepO3a, He pa3pyllaloT KOCTHYIO CTPYKTYpy U He
00J1a1a10T MSITKOTKAaHHBIM KOMITOHEHTOM. [TocTaHOBKa
JMarHo3a Mpyv TUTAaHTCKUX HOTOXOPAAIbHBIX 3aU4aTKax
OCHOBBIBAETCSl HA JaHHBIX MAarHUTHOTO pe30HaHca,
OMOJIOrMYecKoe MPOSIBICHUE TaMapTOMbl HOTOXOP/IbI
COOTBETCTBYET JOOpPOKaYeCTBEeHHOMY Iipoleccy [18].

JleueHure XOpAOMBI, JIOKAJTM30BAHHOM B KPECTIE U
MO3BOHOYHUKE, XMPYPrUIecKoe C IIIMPOKUM UCCEUCHU -
€M OKpPY>KaIoIIMX TKaHEl; XOpIIOMY OCHOBaHHS yepera
JIeJaT B COUeTaHUY ¢ 00ydeHreM. McceueHne XopmoMbl
OCJIOXHSIETCSI TPYAHBIM JOCTYIIOM K OITyXOJIU, OJIM30C-
ThIO K XXU3HEHHO BaXXHBIM OpraHaM, 4TO OOBSCHSIET
BBICOKMI PUCK PELIUAMBOB, S-JE€THSSI BIKMBAEMOCTD
pu XopaoMe coctasisieT 45—70%, 10-JIeTHSIST BBIKH-
BaeMOCTb — 28—52%. OTnaieHHBIE MeTacTa3kbl, TPENMY-
LLIECTBEHHO B JIETKUX, HAOIIOAA0TCSI HA ITO3AHUX CTAIMSIX
3aboseBanus B 30% ciiydaeB, OHAKO CMEPTh MALIUEHTOB,
Kak MpaBujIo, 00yCcIOBIeHa PELUUANBAMU U MPOrPeccU-
pOBaHKMEM C MECTHBIMM OCJIOKHEHUSIMU [19].

3akmouenne. [IpencraBieH 0030p ¢ aKIIEHTOM Ha
OCHOBHBIC HAIIPABIICHUS B UCCIIEAOBAHUM, JICUCHUU U
JUATHOCTHUKE TTEPBUYHBIX 3JT0KAYECTBEHHBIX OITyXOJICi
Ha COBPEMEHHOM 3Tarie. YCTaHOBJIEHO, UTO B IUarHOC-
THUKE MapOCTAIbHOI OCTEOCAPKOMBI CITeLIU(PUIESCKUMU
Mapkepamu sBiasorca antutena CDK4 u MDM?2.
B narorenese capkoMbl FOMHTa BeAylIyIO poIb UTPAET
tpaHckpunt EWSRI1. HagexxHbIM 1MarHOCTUYECKUM
MHCTPYMEHTOM JIJI51 TOATBEPXKASCHMS TMarH03a CapKOMBbI
FOunra siBnsiercss FISH-tect. Tuctonornueckas cre-
neHb AuddepeHIIMPOBKHU XOHAPOCAPKOMbBI COXpaHsIeT
CBOIO 3HAYMMOCTH U MO-TIPEKHEMY SIBJISIETCS HanboJee
BaXXHBIM (PaKTOPOM MPOTHO3a Pa3BUTHS METACTA30B U
peLuanuBOB pocTa ornyxonu. s npoBeaeHust nudde-
pPeHLMATBbHON IUaTHOCTUKY XOHIPOMBbI C TpU3HAKaMU
arpecCUBHOIO pOCTa U BhICOKOAU(GepeHIIUPOBAHHON
XOHJIPOCAPKOMbI HEOOXOINM MYJIBTUANCIUTUIMHAPHBIIA
noaxof (KkoapuuueHT coctapiisgeT 0,443 17151 1aToJI0T0B
u 0,345 11 pagnosoros). BaxHylo poJib B TOHUMaHUN
ouosnoruu xoHapocapkombl urpaer IHH/PTHLH cur-
HaJIbHBIN TyTh. Bpaxuypu SBIISIeTCSI AMaTHOCTUUECKUM
MapKepOoM KJIETOK XOopAoMEI. [TociaenHue 1oCTXKEeHUST
MOJIEKYJISIPHOM FeHETUKM HEM30EXKHO MPUBEAYT K pa3-
paboTKe HOBBIX, boJiee 3(D(HEeKTUBHBIX METOIOB TapreT-
HOW Tepanuu AJ1s1 peIKMX 3J1I0KaYeCTBEHHBIX TEPBUYHbIX
OIYXOJIEW KOCTEM.
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Primary malignant bone tumors are rare with an estimated frequency is about 1,5—2% of all malignant tumors. The diagnosis
and management of these neoplasms require multidisciplinary team approach, which includes orthopaedic surgeons, radiologists,
pathologists and oncologists. With this approach and modern treatment 5—year survival of osteosarcoma and Ewing’s sarcoma
is 70 and 60% respectively. The major advancements over the past few years in orthopaedic pathology are molecular studies,
including genetic and immunoperoxidase studies. Newer surgical techniques, minimally invasive surgical procedures, tumor
chemotherapy, bisphosphonates are new advancements.
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