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IlenTpasbHas ocTeocapkoMa ¢ HUI3KMM NOTEHIUAIOM 3JI0KAY€CTBEHHOCTH — 3TO HHTPAMEAY/ISIPHAS 3JI0KAYeCTBEHHAS OINy-
XO0JIb KocTeii (cocTanisieT nopsaka 1% cpeny Bcex 0cTe0capKoM), COCTOSIIAS U3 BePeTEHOBUIHBIX HEOIIACTHYECKUX KJIETOK
C HAJINYHEM KOCTHOTO KOMIIOHEHTA (0CTEOM1a WIIM KOCTHOM TKaHH). JIoKam3yeTcs yanie BCero B JUIMHHBIX TPYOUATHIX KOCTAX
C Mpeo0JIaIAHNEM B IUCTAJIBHOM YACTH OeIPEHHOIT KOCTH ¥ POKCUMAJILHO# YacTH 00,1b11e0epi0Boii KOCTH. M 0XKeT JIOKAJIbHO
PelIMBAPOBATD, MOABEPraThes neauddepeHIMpoBKe WM METACTA3UPOBATD NOCJIE XUPYPrUIecKOoro JeyeHus. B HekoTopbix
caydasx MmpeACTaBJIsAeT CA0XKHOCTH B i depeHIna bHOI TUATHOCTHKE ¢ (PHOPO3HOI TUCIUIa3ueid U JeCMOIIACTHIECKOi

(uodpomoii. FimeeT Xopouiuii NporHos.

eHTpaJIbHasI OCTEOCapKOMa ¢ HU3KUM TTOTEHITNA-

Jom 3nokadectBeHHOCcTH (LIOHII3) (Low-grade
central osteosarcoma) — 3TO MHTpaMemyJUIsIpHas
3JI0KaYyeCTBEHHAs OIyXOJIb KOCTEH, COCTOSIIAs U3
BEPETEHOBUIHBIX HEOTUIACTUIECKUX KJIETOK C HaJlh-
Y1eM KOCTHOTO KOMITOHEHTa (OCTeOMIa I KOCTHOM
TKaHu) [1—3]. YacTo UCIIOIb3YIOTCS CIeAYIOIINE CUHO-
HUMBI: UHTpaMeay/uisipHas (BHyTPMKOCTHas) ocTeocap-
KOMa ¢ HU3KMM ITOTeHIINAJIOM 3JI0Ka4eCTBEHHOCTH WIIN
xopoiro nuddepeHIInpoBaHHas NHTpaMeIyUIsIpHast
ocreocapkoMa [4]. TepMuH «ocTeocapkomMa ¢ HU3KUM
MOTEHLIMAJIOM 3JI0KaYeCTBEHHOCTU» TPUMEHUM TaKKe
B OTHOIIIEHUH MapaoCTaIbHOI 0CTEOCaApKOMBI, BO3HU-
KaloIlel Ha TTOBEPXHOCTU KOCTH.

Briepsrie LIOHII3 6bia ormcana B 1977 1. [5] kak
HEeOOBIYHBI, HO TIPX 5TOM XOPOIIIO Y3HABaeMBII BapH-
aHT OCTEOCAaPKOMBL.

JaHHasT OMyXoJdb BCTpEUaeTCsT pelaKo, COCTaBISI
ropsnka 1% B CTPYKType BCeX OCTEOCAPKOM C TIpH-
OJIM3NTENTEHO PaBHBIM T€HIAEPHBIM pacIipele/icHUEM.
Hexoropsle aBTOPBI MUIIYT O HE3HAYUTEILHOM TIpe-
0o0nagaHnM KEHIIWH B CpaBHEHUU C MY:KYMHaMU [8].
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OITyXO0JTb Yallle peTUCTPUPYETCs B BO3PACTHOM TPYIIIe
ot 20 mo 50 yeT, XOTsI ONMMcaHbI CIydyau BO3HMKHOBE-
HUSA U B IPYTUX BO3PACTHBIX TPYIIIaX, B TOM YUCTIE Y
Jeteil 1 moapocTtkoB. Ha Hamem Matepuaite ¢ 2009 .
110 ceHTsI0pb 2016 I. cpenm 156 caydaeB 0CTEOCAPKOM Y
neteit u monpocTkoB LIOHII3 BcTpetunacek y 3 (0,65%)
nmanueHToB. Bo3pacT 6onbHBIX ObLT 12, 14 1 16 5et ¢
TTopaXkeHWeM HWXKHEU YeTIOCTH, OOJbIIeOepIIoBOil 1
OGeIpeHHOI KOCTH COOTBETCTBEHHO, TO €CTh B TTOIPOCT-
KOBOI BO3paCTHOM TPYIITIE, YTO COTIACYETCS C JAHHBIMU
IPYTHUX aBTOPOB.

O1yXoJIb MOXET TIopakaTh JTI0ObIe KOCTU CKeJeTa.
Onnaxko TnrmmaHo i Jokanmm3anneit LIOHT13 apnsmorcs
meTadu3sbl i MetaduzapHo-auaduzapHbie 30HbI
JJMHHBIX TpyOUaThiX KocTeil [4], cocTaBiss Oojee
80% Bcex LIOHII3. Ha mepBOM MecTe 1O 9acToTe
nopaxeHusi CTOUT OellpeHHast KOCTb, 3aTeM clieayeT
oonbredepuoBast. OMyXoiab pacIiojaraeTcss MHTpa-
menysuisipHo. OnucaHbl pelkue ciiydand MopakKeHUsl
IUIOCKUX KocTelt ckenera [8] 1 pedep [9]. EcTb co06-
1IeHWEe O BOBHMKHOBEHUU OCTEOCAPKOMBI C HU3KUM
MOTEHIIMAIOM 3JI0KaUeCTBEHHOCTH B MSITKUX TKaHSIX
royieHu (3KcTpackelsieTHas jgokanau3amus) [7]. Richard
Boyle u coaBr. [11] onuchiBaloT peakoe HabIOAEHUE
MyJibTU(boKabHOTro nopaxeHus mpu LHOHII3.

OIHUM 13 MOCTOSIHHBIX KJIMHUYECKUX MpOsIBie-
Huii LIOHII3 sBnsiercst 001b B 00JIaCTU TTOPaKEHMSI,
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WHOTJAa B T€YEHNE HECKOJbKUX MECSIEB U Jaxe 10
5net [6]. B HEKOTOPBIX CiTydassx OTMEUAETCS YBEIUUECHUE
00beMa KOHEYHOCTH € MaJIbITUPyeMbIM 00pa3oBaHUEM
(mopsiaka 10% cirydaeB). MHOTIa OmyxoJib OOHAPYKU-
BaeTcsl CydaliHO B X0/ 00CjeloBaHUSI B pe3ysabrare
IPYTUX IIPUYXH (TpaBMa U T. 1I.), B TAKUX HAOJIIOAEHUSIX
MaTOJOrMYECKUIi Mpoliecc MpoTeKaeT 6€CCUMITOMHO.
IMaTonornueckuii nepenom npu LIOHII3 BcTpeuaercst
pelnKo, B HallMX HaOJIONEHUSIX 3aperucTpUpOBaH B
1 u3 3 cirydaes.

[Tpu peHTreHOIOTUYECKOM MCCIIeIOBAaHUM OITYyXOJIb
MOXET HalTOMUHATh JJOKaJIbHO arpeCcCUBHbIIM 10OpOKa-
YECTBEHHBII NaToJIoTnYecKuii rpouecc. Pacrnonaraercs
MEeIyJUISIPHO B BUJIE JIMTUYECKOTO ovyara, 4acTo CernTu-
POBaHHOIO, ¢ HEPaBHOMEPHO pachpenesiionuMucs
ydacTKaMU «00JIAKOBUIHOTO» MHGUIBTpATa 3a CUET
MPOAYKIIMU KOCTHOTO KOMITOHeHTa (puc. 1, 2). [paHu1ibl

Puc. 1. IIOHII3 aucranpHoro meradusa mievesoii koctu. B
NPOEKIMH OMYXOJH ONpeeseTcs HePAaBHOMEPHO pacmpesesi-
OLIMIiCS «00JIAKOBUIHBIN» WHMUIBTPAT, 0YaroBoe paspyieHne
KOPTHKAJILHOTO CJIOSI, TPAHUIIBI OIyX0JiM HeueTKue. [Ipeodnanator
ocTeockiepoTuyeckne u3menenns. Ha oTaebHbIX yyacTKax BUIHA
NepUuoOCTAIbHAS PeaKuust

Puc. 2. IIOHII3 mucramsHoro meradusa u quadusa GenpenHoii
KocTd. OnyxoJib ¢ HeYeTKHUMH TPAHMIAMH, TPE0OJIaTaHHEM JIN-
THYECKHUX M3MEHEHMIl. HpﬂcyTCTByeT MSTKOTKAHHBII KOMIOHEHT
omyxoum. IIpu3Haku naTosiornyeckoro nepejioma

OITyXOJIU, KaK MMpaBuiio, HeueTkue. OmyXojib MOXET pac-
MPOCTPAHATHCS Ha KOPTUKAJIBHBIM CJI0M KOCTU C 04a-
ramu pa3pyuieHusi MocjieaHero, 1ehopMUpoBaTh KOCThb
U HapylIaTh €€ HOpMaJibHble aHATOMUYECKHUE Pa3MEPBI.
B HeKOTOpBIX ciTydasix IpUCYTCTBYET NepUMOKaTbHBII
MSITKOTKAHHBI KOMIIOHEHT, IIPY 9TOM OCHOBHOI1 00BbeM
OITyXOJIK OCTAETCS B KOCTHOMO3TOBOM KaHaiie. MHorna
OTMeYaeTcs MepuocTaabHasl peaklius MJIacCTUHYaTOro
TUIIA, MOXET BcTpedaThesl Ko3bipeK Konman. I1pu
MPT-uccnenoBaHUM UHTEHCUBHOCTb CUTHAJIA 3aBUCUT
OT CTENEHU MUHEPAIU3ALIMU OIYyXOJIU (KOCTHBIN KOM-
noHeHT). Yaie Bcero B pexume T1 perucrpupyercs
HU3KMI CUTHAJ, a B pexkuMe T2 cUrHag MoXeT HOCUTh
rereporeHHbIi xapaktep. [Ipu uHTEepIIpeTalu TaHHbIX
JyaeBoil auarHoctuku u MPT-uccinegoBanus ciaegyeT
MOMHUTb, YTO MOJAOOHBIE XapaKTEePUCTUKHA MOTYT ya-
CTUYHO IIPUCYTCTBOBATH IpU (pUOPO3HOM AUCILIA3NH,
JIeCMOTLIaCTUYECKOM (prudpome, HeoCCUPUIIUPYIOIIEH
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¢ubpomMe, ocTeobacTOME U aHEBPU3MAJILHOI KOCT-
Holi kucTe [15].

B npoiecce niaHMpoOBaHUS AMAaTHOCTUYECKON
OuoICUU clieyeT UMETh B BUY, UTO JJIsI TUCTOJIOTH-
YeCcKOro ucciiefoBaHus XeaaTeJIbHO OpaTh He TOJIbKO
caMy TKaHb OMYyXO0JIM, HO TakXXe TKaHb OMYyXO0JIM Ha
IpaHuUIIe C MPUJIeXaIlMMU HEU3MEHEHHBIMU TKAHSIMU.
JaHHOe 00CTOSATEILCTBO MTO3BOJIUT BbISIBUTH MHBA3UB-
HbI xapakTep pocta rmpu LIOHII3 (kpaitHe BaxkKHBII
JUArHOCTUYECKUI MPU3HAK).

ITpu MmakpockonmueckoM rcceI0BaHUY TKaHb OITy-
XOJIU TUIOTHOM KOHCUCTEHIIMU, CEPOBATO-PO30BOIO 1IBE-
ta. Bua Ha pacriniie MoXeT ObITh HEOHOPOIHBIH 3a CUeT
coueTaHMsI MSITKOTKAHHOTO U KOCTHOTO KOMITIOHEHTOB 1
HepaBHOMEPHOTo ux pacripeneieHusi. KopTukaibHbIi
CJIOI TOpak€HHOM KOCTU MOXET ObITh M3bEISHHbBIM,
rcrtoHYeHHBIM. B 80% cityuaeB oOHapyKmUBaeTCs Imopa-
JKeHre HamkocTHUIIBL. B 40% cirydaeB MOKHO OTMETUTh
pacripocTpaHeHHe OIyXOJu B Mpujexaliie Msrkue
TKaHU. Pa3Mephbl OIyXoJ11 MOTYT BapbUpOBaTh B 3HAUM -
TENBHBIX Mpenenax, oT 2 1o 25 cMm. Menee 10% LIOHIT3
MMEIOT HauOOJIBIINIA pa3Mep MeHee 5 cMm [6].

[Tpu rucToNOrMUYEeCcKOM MCCIAEIOBAaHUU OIYXOJb
COCTOUT U3 BBHITSIHYTBIX (hUOPOOIACTONOJOOHBIX Be-
PETEHOBUIHBIX HEOIIACTUYECKUX KJIETOK, MECTaMU C
XOPOIIO Pa3IMYMMbIM KOJJIaTreHU3UPOBAHHBIM MEX-
KJIETOUHBIM MaTpuKcoM (puc. 3). KneTouHocTh MOXeT
BapbUPOBAaTh B pa3HbIX MOJIsSIX 3peHus1. [IpusHaku Kie-

Puc. 3. TkaHb 0mMyX0J1M COCTOMT U3 BBITSIHYThIX KJIETOK C MUHUMAJTb-
HbIMM PU3HAKAMH KJIETOYHOU aTunuu. MHTOTHYECKAS AKTUBHOCTD
HHU3Kas WM oTcyTcTBYeT. OCTPOBKH HEOIIACTHYECKOTO KOCTHOTO
KOMINOHeHTa. ['eMaTOKCHIMH U 2031H, X350

TOYHOW aTUMHUHU Yallle BCEro MUHUMAJIbHO BbIPaXKeHBbI.
MuTtoTuuecKkasi akTUBHOCTh OTCYTCTBYET WJIM HU3KasI,
00BIYHO HAacUUTHIBaeTCsl He O6oJiee 1—4 MuTo30B Ha 10
noJieit 3peHus NMpu yBeIudeHUn MukKpockora x400,
MpUYeM natosoruyeckue hopmbl, Kak MpaBUio, HE Bbl-
siJsitoTCsl. KonnmuecTBo KOCTHOTO KOMIIOHEHTa (0CTe-
oujia) MOXeT ObITh pa3HbIM, B TOM UHUCJIE B Mpeaeax
ONlHOI1 ornyxosu. B yactu onyxoseit oOHapyKuBaloTCs
ToJbKO Hebosblne (lace-like) nemo3uThl ocTeouna,
YTO 3HAUUTEJIbHO 3aTpyAHseT auarHoctuky LIOHII3.
B Takux ciyvasix 1151 6osiee 1TOCTOBEPHOTO BbISIBICHUS

OCTeoM1a MOKET ObITh MCTOJIb30BaHA OKpacKa o Mac-
coH (puc. 4). OOBIYHO BBISIBJISIFOTCSI MHOTOYUCJICHHBIC
TOHKME KOCTHbBIE TPAOEKYJIbl HEIIPaBUWIHLHOM N30THYTOMN

Puc. 4. Tkanb onyxoim. Cpenyn BepeTeHOKJIETOYHOTO (hHOPO3HOTO
KOMITIOHEHTA BUAHBI AEMO3UThI HEOIJIACTHYECKOI0 OCTEOnaa (3e.r1e-
HOBATO-KPACHOr0 1[BETA), (DOPMUPYIOLIUE CTPYKTYPbI HEMPABUIIb-
Hoit hopmbl. Okpacka mo Maccon, x160

(bopMEI cpe BepeTeHOKIIETOYHOTO KOMITIOHeHTa. [1pu
TaKOM TTaTTEPHE OITyXOJIb MOKET UMUTHPOBATh (hOPO3-
HYIO IVCITIa3nio. B yacTu ciryyaeB ymaeTcst 0OOHAPYKUTh
mapaJjieIbHO PacTONIOKEHHBIE KOCTHBIE TPaOeKYJIHI,
MEKITy KOTOPBIMM PacIIoaracTcs BEpeTeHOKICTOUHBII
KOMITOHEHT, YTO HalIOMWUHAET TI0 THCTOJOTUYECKOMY
CTPOSHMIO TTapaoCTaIbHYIO ocTeocapkomy. [1pu aTom
OITYXOJIb PACTET MHBA3WBHO, 3aTIOJTHSS MEXKOAIOUHbIE
MMPOCTPAHCTBA, M pa3pyllacT MPEeaCcylleCTBYIOIINE
KOCTHBIE TPAaOEKyJIbl, UTO B YACTH CITyYaeB UMUTUPYET
KapTUHY «HEOIIaCTUIECKOTO KOCTHOTO KOMITOHEHTa».

B penkux ciyyasix MoxeT BcTpeuatbes aenudde-
penuupoBka [IOHII3. BepositHOCTb TpaHchopMalium
B high-grade capkomy, 110 JaHHBIM Pa3HBIX UCTOYHM-
KoB, BapwupyeT oT 10 mo 38%, mpuueM BpeMeHHOI
MMPOMEXXYTOK IO MOMEHTa TpaHC(opMauu ObLT OT
1 roga mo 20 net, ¢ MenuaHoii B 5,5 ropa [11]. JlanHoe
COOBITHE XapaKTepU3yeTcsl BOSHUKHOBEHUEM BTOPOTO
KOMITOHEHTAa OITyXOJIM, B OOJIBITMHCTBE CIyJyaeB aHa-
JIOTUYHOTO T10 TMCTOJIOTHIECKOMY CTPOSHHIO KJlac-
cuyeckoit octeocapkomMe (high-grade). Yame Bcero
rpaHAIlA MEXIY ABYMs KOMITOHEHTaMU 4eTKasl, 6e3
Kakux-J100 BapuaHTOB MPOMEXYTOYHOTO IMepexosa
olHO¥ omyxonu B apyryio [10]. HekoTopsie aBTOopbI
CUMTAIOT, UTO MosiBJeHne oyaros high-grade capkoMbl
B LIOHII3 He nMeeT HUYETO OOIIETO C KIAaCCUYECKOM
0CTEe0CapKOMOM, a SIBJISIETCS HEMOCPEACTBEHHbBIM
oTpaxkeHueMm AeaucepeHIMpoBKU (10 aHAJIOTUU C
JIpyrumu neauddepeHIIMpoOBaHHBIMU OITyX0JIsiMU) [13].

HMMMyHOrucToXumMmnieckoe uccienoBaHue BhISIBIISIET
MO3UTUBHYIO PEaKLUIO KJIETOK OMYXOJI1 C aHTUTeIaMu
K cdk4 1 MDM2 6onee yem B 90% ciaydaeB (puc. 5).
BrisiBeHME 3KCIpeccuu JaHHBIX MapKepoB SIBJISIETCS
JIOCTATOYHO YOeAUTEIbHBIM 1 CBUIETEIbCTBYET B IOJb-
3y LIOHII3. B cloXHBIX JUAarHOCTUYECKUX CTydasix
(TpynHocTu B BbisiBieHUU cdk4 1 MDM?2 nipu ummy-
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Puc. 5. YacTb K1€TOK 0MyX0Jii ¢ NO3UTUBHOI SIIEPHOI peakuueii
¢ MDM2, x400

HOTUCTOXUMMYECKOM UCCIIeOBAHUN ) PEKOMEHIYeTCsI
ornpejeneHre aMIUIMMUKaIMY BbIlIeyKa3aHHbBIX TeHOB
(FISH vimu RT-PCR) [6]. B xoMIIeKCHOT MMMYHOTH -
CTOXMMMUECKOM MmaHe U s i depeHunalbHOM 11a-
rHoctuku LIOHII3 ot apyrrux HoBooOpa3zoBaHuIi xKeta-
TeJbHO UCTOJIb30BaTh aHTUTE0 K SATB2 (ro3utuBHas

peakiys yKa3blBaeT Ha HAJIMIKME OCTeO0IacTHIeCKOM
mddepeHINPOBKY KIIeTOK). OqHAaKO JaHHBIN MapKep
He SBJISIETCS BBICOKOCTIEITM(IIHBIM TOJBKO JUTSI OCTEO-
CapKOM M MOXET BBISIBISTLCS W TIPU IPYTUX OMYXOJISIX,
B TOM 4mCJie JOOpOKaYeCTBEHHBIX ((hOpo3HasI AucIIa-
3ust). CliemyeT rpenocTepedb, 9TO NCITONTb30BaHMUE arpec-
CHUBHBIX KHCIIOTHBIX Cpell B TIporiecce MeKaTbIIMHAIINT
OUOIICHITHOTO MaTepuaia MOXET TOBJIeYb CHIDKCHUE
WJTY TIOJTHYTO YTPaTy UMMYHOPEaKTUBHOCTH U TIPUBECTH
K JIO(KHOOTPHIIATETLHBIM pe3yJIbTaTaM.
HuddepeHumanbHas 1MarHocTUKa J0JXKHA TTPO-
BOJUTBHCS Tpexe Bcero ¢ (hMbpo3Hoi Aucruiasueit u
JleCcMOITIacTUYeCKoi udbpomoit (cMm. Tadmuiy) [16].
CrnenyeT 0co00 OTMETUTh, UTO MPU UCCACIOBAHUUN
MaJIbIX 00bEMOB TMArHOCTUYSCKUX Ouoncuii qudde-
pPeHILMANBHBINA TMArHO3 MOXET BBI3BIBATH OOJIBIIINE
3aTPyAHEHMS M3-3a CXOACTBA TMCTOJOTUUYECKOTO
ctpoenusa LIOHII3 ¢ ppyrumu ¢GpuOpo3HO-KOCTHBIMU
MOpakeHUSIMHU (B YaCTHOCTH, PMOPO3HOI TUCIIIa3UEiA).
®dubpo3Has TUCIUIa3Us BCTpedaeTcs Jalle, YeM
ILIOHII3, u B 6oJiee MitaaIIeit BO3paCTHOI KaTETOPHUM.
[1pu Ty4eBoil TMarHOCTUKE odara MopaskeHHsT He BbI-

Taomma. [Inddepennuansaas muardoctuka mexxay [HIOHII3, ¢pudpo3Hoii Aucniasueii u 1ecMomiacTuueckoii pudpomoi

LIOHII3

Dubpo3Hast TUCTUTa3us

Jecmorutactnyeckas hudbpoma

Kiaununueckue nposiBieHust

XapakrepHa 60J1b, UHOTA
yBeJIMUEHUE 00beMa

VYBennueHue oobeMa

VYBenuueHue oobeMa

Jlokanu3anus B TpyoYaThIX
KOCTSIX

WurpamenymisipHo, metadus
u/vm nuadus

WutpamenymisipHo, Metapus
u/unu nuadus

Yaiie 5KCUEHTPUYHO, JTI00as
JIOKAJIM3ALIHST

MynbrrdokaabHOE
MopaxeHue

He xapakTepHo

1/8—1/10 9acTb,
MYJIBTU(OKATBHOE MOpaXeHNe

He xapaktepHo

[MaTonornueckuit ouar
Ha peCHTreHorpamMmme

OT IUTUYECKOTO
IO CKJIEPOTUYECKOTO,
«00JIaKOBUIHBIN» MH(MUIBTPAT

XapakTepeH BUI «<MaTOBOTO
CTeKJIa»

Jlutnueckuii ogar, MOXKeT
OBITh CENITUPOBAHHOCTh

Ipanuubt

Yamie HeueTKme

Yerkue

Yaie yeTkue

KoprukanbHblit cioit

Kak MmuHUMYM (hOKaIbHO
paspyluieH

MozxeT OBITh UICTOHYCH
MecTaMU

MoxeT OBITh UCTOHYEH
MecTaMU WiK (hOKaJTbHO
paspylieH

[lepuocranbHas peakius

Yaiie npuCyTCTBYET,
TUTaCTUHYATAs W KO3bIPEK
Konman

Penko, HeakTHBHas, B BUIE
obonka

Mozxet BcTpevyaThest

BoBreueHHOCTD MpUJIeKAILIUX
MSITKHAX TKaHEU

B 40% ciyuaes

Her

Moxer BCTPEYATHCA

Iucronornueckast KapTuHa

JIBa KOMITOHEHTA:
BEPETEHOKJIETOUHBIN
1 KOCTHBIH (OCTCOMT)

JIBa KOMITOHEHTA:
BEPETEHOKJIETOUHBIN
(bnuOPO3HBIIT) M KOCTHBII
(TpabeKyibl MPUYYIUBOM
hopmbl)

TonbKO TMMOKIETOYHBII
BEPETEHOKJIETOYHBIA
KOMIOHEHT

I/IMMYHOFI/ICTOXI/IMI/IH

cdk4+, MDM2+, SATB2+

Cdk4—, MDM2—, SATB2+/—

Cdk4—, MDM2—, SATB2—,
b-catenin+/—

[eHeTnyeckue MojJoMKu

AmMmuiugukauust reHoB cdk4 n
MDM?2

Mytauust GNAS I rena

MozxeT BcTpedaThest TPUCOMUST
8, Tpucomust
20 map XxpoMocoM

ITporHos

XopoIuii Tpy OTCYTCTBUU
nenuddepeHIMPOBKY B high-
grade capkoMy M paauKaJlbHOM
XUPYPTUIECKOM JICUeHU T

Xopoluii, ieueHue
XUPYpruvyeckoe, BO3MOXKHA
JUTATEJIbHAsi KOHCEpBAaTUBHAs
Tepanus

Xopo1uii Tpu paTuKaJTbHOM
XUPYPTUIECKOM JIEYCHU U
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CapKoMbI KocTeit

SIBJISTETCSI IIPM3HAKOB JIOKAJIBHOM arpecCUBHOCTH (UET-
KWe TPaHULIBI, HET pa3pylIeHNs] KOPTUKATBHOTO CIIOSI
KOCTH, 9aCTO He BBISIBIISICTCS TICPUOCTATbHAST PEaKITHsT).
st pubpo3HO nUCTIa3um XapakTepeH BUI Tak Ha3bl -
BaeMOTO «MaTOBOTO CTeKya». [1pu THCTOIOTMIeCKOM
HucciegoBaHnuM GUOpo3Hast JUCIIIa3Usl MOXET OBITh
o4yeHb TpyaHo pasnuuuma ot LIOHII3. Ognako npu
Heil HUKOTIa He BBISBIISIIOTCS TTPU3HAKN MHBa3WBHOTO
pocTta (4eTKHe TPAaHUIbI, B CTPYKTYPE OIYXOJIH HET
MIPEACYIIECTBYIOMMNX KOCTHBIX TPaOeKyJT ITaCTUHYA-
TOTO CTPOCHMS), HET PUMMIHTA U3 0CTE00IaCTHUECKIX
KJIETOK TT0 Tiepucepru Tpadekyn [ 12] (puc. 6). Pubpos-

Puc. 6. ®uopo3nas nucmiazusa. @uOPo3HbI KOMIIOHEHT Npea-
CTaBJIeH BBITAHYTbIMH (prOP0OIACTONOI00HBIMH KIeTKaMH, 0e3
NPU3HAKOB MUTOTHYECKOl AKTMBHOCTH. KOCTHBI# KOMIIOHEHT B
BHUJIE «He3PeJIbIX» TPaOeKy.1 npudyiuBoii popmbl. TemaTokcHIMH
M 3031H, x80

HBIi KOMITOHEHT B cliyyasix (UOpO3HON NUCIIa3um
HeratuBeH K cdk4 1 MDM2 nipy UMMYHOTUCTOXUMMU -
yecKoM ucciaegoBaHuu. JAasg ¢uOpo3HOR aucniaasumn
xapaktepHa Mytaunst GNASI reHa.

JecMormnactuueckass udpoma SBJsIeTCsI aHaI0-
roM arpeccuBHOro udpomMaTo3a MSITKMX TKaHEH.
IpaHuI1Ibl MOpaXkKeHUsI TaKXKe MOTYT ObITh HEYETKUMU,
B HEKOTOPBIX CJIy4asiX MOXKET OTMeUaThCs JIOKAJIbHOE
pa3pylieHUue KOPTUKAIbHOIO CJIO0SI C BOBJICUEHUEM B Ia-
TOJIOTUYECKUI MTPOLIECC TTPUIIEKALIUX MITKUX TKAHE.
OaHaKo Npy TMCTOJIOTMYECKOM UCCIIeI0BAHUM OITYXOJIb
TUITOKJIETOYHAST, COCTOUT U3 BBITSIHYTBIX KJIETOK, XOPO-
1110 BBIPAXXEH KOJIJIAT€HU3UPOBAHHbBIN MEXKJIETOUHBIN
MAaTPUKC, HE BBISIBJISIETCS HEOIIACTUYECKUI KOCTHBIN
komImioHeHT, Kak rpu LHOHII3 (puc. 7). IIpu ummyHO-
TUCTOXMMUYECKOM MCCIeIOBAaHMU YacTO OOHApyK1Ba-
eTcs siaepHasi peakiius ¢ b-catenin (puc. 8) (pexe, yem B
(pubpomMaTro3se MSTKMX TKaHelt), a TAKXKe He BBISIBJISTIOTCS
peakuuu ¢ antuteaamu K cdk4 1 MDM2 [17].

Mopdonoruueckue uzmeHenus mpu LIOHII3 moryt
OBITh HEOTJIMYMMBI OT TAaKOBBIX MpPU IapaoCTaIbHOMI
ocreocapkoMe. OmHaKO MOCaeaHSIS OTHOCUTCS K I10-
BEPXHOCTHBIM ITOPAKEHUSIM KOCTEI.

B orauume oT Ki1accuUeCcKO ocTeocapKOMBI
LIOHII3 uMeeT xapakTepHbIiA LIMTOI€HETUYECKUIA IIPO-
¢uIb ¥ XapaKTepu3yeTcs HaJu4rueM OJHOI 1K OoJiee

Puc. 7. Jlecmonmnactuyeckas ¢puopoma. CocTouT U3 BepeTeHO-
BUIHBIX KJIETOK C XOPOILIO BbIPAXKEHHBIM KO/IAr€HU3MPOBAHHBIM
MEXKKJIETOUYHbIM MATPUKCOM. [eMaTOKCHIMH 1 303uH, X100

Puc. 8. Jlecmomnactuyeckas ¢puopoma. Ilo3utusHas peakuus ¢
anTHTeNIOM K b-catenin, x400

M00aBOYHOM KOJIBIIEBUIHON XpOMOCOMBI, KOTOpas
galre BCeTo SIBIISICTCS eNMHCTBEHHO abepparneii. Ka-
PUOTHII, KaK ITPaBUJIO, OKOJIOMUTIIIONIHEII (MOIaIbHOE
YHCII0 XPOMOCOM 0KOJT0 46). KosnblieBast 12-gxpoMocoma
COCTOMT M3 aMIUTM(UIIMPOBAHHOTO MaTeprajia peTioHa
ql3—15. IoTeHUMATBbHBIMU TAPTETHBIMU T€HAMU JaH-
Horo yuactka sisiorest cdk4 (cyclin-dependent kinase
4 gene) u MDM?2 (murine double minute 2 gene), KOTOpbie
aMITTMOUIIPOBaHBI OoItee 9YeM B 85% ciryyaeB. AHaJIO-
TUYHBIE TEHETUYECKIIEe AHOMAJTNH BBISIBIISTIOTCS M B IPY-
THX OITyXOJISIX, TAKMX KaK ITapaocTaIbHast OCTeocapKoMa
W aTUIYecKasl JIMITOMAaTo3Has omyxoib. [1omoOHbIe
TTOJIOMKH OITMCAHBI M B KJIACCUYECKOI OCTeocapKoMe,
coctaBysia He 6osee 10% B cocTaBe KOMITIEKCHBIX Te-
HETUYECKUX abeppalnii.

LHOHII3 xapakTepusyeTcss OTHOCUTEIbHO XOPO-
UM TIPOTHO30M (5-JIeTHSIS BhIXKHBaeMocTb 90%,
10-netHas — 85%) B cpaBHEHUU C KJIACCHMUYECKON
(KOHBEHIIMOHAILHOIT) ocTeocapkoMoii [11, 14]. ITo-
3TOMY TIPUMEHSTIOTCS TOJIBKO XUPYPTUUISCKIE METOIBI
nedeHus. [1pyn HepaguKaJIbHOM MCCEYSHUH (KIOpeTax
WA KpaeBasl pe3eKINsT) 04eHb BEICOKA BEPOSITHOCTD
JIOKAJIbHOTO PEIUINBA C YBEIUYCHUEM BEPOSITHOCTH
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Low-grade central osteosarcoma is a rare subtype of intramedullary osteosarcoma (approximately 1% of all osteosarcomas)
that characterized histologically by a spindle cell proliferation associated with trabecular bone formation, and is usually located
in the long bones with a predilection for the distal femur and proximal tibia. It has the potential to recur, dedifferentiate, and
metastasize subsequent to surgical treatment. Sometimes it is difficult to make a diagnosis and differentiate it with fibrous
dysplasia and desmoplastic fibroma. In such cases, careful radiological interpretation is helpful. This tumor usually carries
a good prognosis.
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