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PEOKUE HO30JIOFTMYECKUE
®OPMbl OCTEOCAPKOM:
OCOBEHHOCTU, NPUHLMUNbI
OUDDEPEHLUAJILHOM
OUATHOCTUKM

N COBPEMEHHOIO JIEYEHUS].

Il. LEHTPAJIbHAS
OCTEOCAPKOMA HU3KOM
CTEMNEHU 3/TOKAYECTBEHHOCTM,
NEPUOCTAJIbHAS
OCTEOCAPKOMA,
NOBEPXHOCTHAS
OCTEOCAPKOMA BbICOKOM
CTEMNEHU 3/TOKAYECTBEHHOCTM

Ieav: npoanasruzuposamev KAUHUKO-MOposocutecKUe XapaKmepucmuxKu
ocmeocapkom (OC) pasnoil cmenenu 310Ka4eCmM8eHHOCMU, 0COOEHHOCMU UX
dupepenyuarbHoll 2ucmonoeuHecKoll OUaeHOCMUKU U COBPEMEHHO20 NeHeHUs..
Mamepuaa nabarodenuii: 44 cayuas nozonoeuueckux ghopm OC, pedko ecmpe-
yawuxcs 6 npakmuike onkoopmoneduu. M310iceHvl ceedenus 0 YeHmMpaib-
noti OC Huskoil cmeneHu 310KkavecmeenHocmu (9 cayuaes u3z apxuea agmo-
pa), nepuocmanvuoii OC (7 cayuaes), nosepxnocmuoii OC bicoKoll cmeneHu
3n0kauecmeennocmu (5 cayuaes). Pezyavmamot: yenmpanvnaa OC Huskoi
CcmeneHu 310Ka4ecmeeHHOCMU COCIMOUM U3 HACMOAbKO 8biCOK0OUppepentu-
POBAHHBIX uUOPOOAGCMUECKUX U OCIE0OAACMUYECKUX AMUNUYHBIX KAeMOK,
Ymo 0cA0JCHsIem onpedenerue 310KavecmeenHocmu onyxoau. llepuocmanvras
OC — npeumyuiecmeenHo «xoHdpobaacmuueckas», ymepeHHo ouggepenuyupo-
BAHHASI ONYXO0Nb, NPOMeEKAem yauje 8ceeo 6e3 NPU3HAK08 806AeHeHUs 8 NAMO-
A02uyecKull npoyecc KOcmHomo32080i nosocmu. Ilosepxnocmuas OC 6vicokoil
cmeneHu 310Ka4eCmeeHHOCMU — ONYX01b, 603HUKAIOWAs 8 Nepuocme OAUH-
HbIX KOCmell, ¢ 2UCMOA0UMECKUM CIMPOEHUEM, COOMBEMCMEYIOUWUM 00bIYHO
yenmpanvroii OC gvicokoll cmenenu 310KavecmeeHHocmu. Boieoodwt: Heobxoou-
MOCMb CAONCHBIX QU hepeHyUarbHO-0UaeHOCMUeCKUX Peulenuil U C653aHHbIX
¢ HUMU makmu4yecKkux nooxodos k neuenuro OC npednosaeaem mecHoe 83au-
Modeiicmeue KAUHUUUCIO8-0HK010208, CHeUYUAAUCMO8 N0 BU3YANUUPYIOULUM
Memoodam OUuaeHOCMuUKU, OHK0A0208-Mepanesmos u namono2os. Juaznocmu-
YecKoe 3aKaloueHue namonoea 00ANCHO CO0epIucams UHGOPMAUU0 0 HO3040-
euyeckoil popme OC, monoepaguu ouaea nopasicenus (UWeHMPAIbHAA, NOBEPX-
HocmHuas), cmenenu 3nokayecmeennocmu OC (HU3Kas, 6vlcoKas) U ee HeKo-
MOpbIX KACMOYHO-MKAHEBbIX 0COOeHHOCMSIX.

CornacHo kjaccuduKauu OMyXoJieid KocTei IlenTpasibHass ocTeocapkoMa HHU3KO#i CTeNeHH 3J10-
BO3 (2013) BeIAEeASIOT psif peaKuX ocTeoreHHbIX cap- KadecTBeHHocTH (IIOCHC3) — kocTeobpa3yio-
KOM, B IMarHOCTUPOBAHNH KOTOPBIX, TPOTHO3UPOBA-  IIIAasl OIMYXOJIb HU3KOW CTENEHM 3JI0KAYECTBEHHOCTHU
HUM UX TeYEHUS] M UICXOA0B Tepanuu Bo3HuKaloT ornpe-  (G3), Bo3HUKaloIIass BHYTPU KOCTHOMO3TOBOI MO0~

JOCJICHHDBIC CJIO2KHOCTHU.

ctu [1]. CuHOHUMBIL: BbICOKOOUMdEepeHIIMpOBaHHAS

OHKOJIOTUA e T. 16 ¢ N2 4 ¢ 2014



uHTpamenyuisspHas ocreocapkoma (OC) [2], BHyTpu-
koctHast OC HU3KOI CTeTICHM 37I0Ka4eCTBEHHOCTH.

IMepBuynas nokanu3zanus LIOCHC3, o gaHHBIM,
MOJIyYEHHBIM B HallleM MCCAEIOBAaHUU: B TIUCTAIbHOM
MeTadu3se 6enpa (2 ciydast), TIpOKCUMaIbHOM MeTahu-
3e (3), nnaduse u nuctaabHOM MeTadu3e 00JblIeoep-
1IO0BOH KocTH (1o 2 cityyas). B ogHol 13 HauboabLImx
BeIOOpOK citydaeB LIOCHC3, u3BeCTHBIX B TUTEpaTy-
pe, B IMCTaJbHOM MeTaduse Oeapa 3aperucTpupoBa-
Ho 33 13 80 cimyyaeB OnyXoJiv, TPOKCUMAJIBHOM U JUC-
TaJlbHOM MeTadu3se 00JbledepoBoit koctu — 10 u 7
COOTBETCTBEHHO [3]. B miockux u KOpoTKux Tpyoya-
ThIX KOCTSIX LIOCHC3 X0T$1 1 BOZHUKAET, HO penko [4].

IHOCHC3 guarHocTupyioT y OOJILHBIX, CpEeIHUIA
BO3pAaCT KOTOPBIX TpUMepHO Ha 10 JieT 60JIbIlIe TAKOBO-
TO TMaIMeHTOB ¢ 0ObIYHOM LIeHTpalbHOIt OC U cocTaB-
nsteT okouto 30 et [4—6]. KnnHnyeckast cunToMaTKa
OOBIYHO pa3BUBAETCS B TeueHUe 2—4 JIET 1 TTPOSIBIISIETCST
YCTOMYMBBIM HapaCTAIOUIUM OOJIEBBIM CUHIPOMOM [7,
8]. UccrenoBaHne BU3yaATM3UPYIOIIMMU METOTAMU BbI-
SIBJISIET KPYIIHBIM, OOBIYHO XOPOIIO OYEePUEHHbIN K-
TUYECKUI WU CKJIEPOTUYECKUI ouar B anuMeTaduse
win guacuse [4, 9]. Okosno 10% ovaros JIOKaJIU3YIOT-
cs B koptekce [10]. [ToyTu moCTOSIHHO OTMEYaloT ova-
TOBYIO JIECTPYKIINIO KOpPTeKca ¢ 00pa3oBaHMEM ITapa-
0CCaJIbHOTO KOMIIOHEHTA, UYTO CO3IaeT TPYTHOCTH IIJIST
nuddepenmanbioit auarHoctuku [IOCHC3 u map-
octanbHoi OC (ITapOC), BpacTaroleii BKOCTHOMO3I0-
BYIO IIOJIOCTb. MaKpOCKOITMYECKU B MTOPaKEHHOMN KOCTU
OTIpe/IesIsieTCsl TKaHb CBETJIO-CePOro MM OEJIoro 1iBe-
Ta C OTHOCHUTEILHO YSTKNM KpaeM IIJIOTHOM, a MecTaMu
TBEePIOI KOHCUCTEHIINH; BIIPOYEM, CBOICTBA OITyXOJIC-
Boit Tkanu LIOCHC3 yaiie HamoMuHaloT (prOpO3HYIO
nucruiasuio, yeM ITapOC [11] (puc. 1).

Puc. 1. IOCHC3 (yka3aHO CTpesiKoii) 3aHMMaeT KOCTHO-
Mo3roByio nosioctb. MPT onyxosnu 60sb111e06ep11oBOii KOCTU
oosbHoI 1., 38 et

I'mcronornueckast kaptuHa LIOCHC3 MoXeT ObITh
pa3HOOOpPa3HOI Jake B IIpeaesiaX OoqHOro ovara. Tumma-
HOW S9BJISIETCS HOPMO- WJIW TUTIEPUEUTIONSpHAs JJIAH-
HOITyuYKOBasl OIyXxoJieBasi TKaHb, 00pa30BaHHas U3 Be-
PETEHOBUIHBIX KJIETOK 1 B HAMOOJIbIIIEH Mepe HaTIOMU -
Hato1ast pudpocapkoMy HU3KOM WU CpeIHE CTETeH!
3JI0KQ4€CTBEHHOCTHU, BO MHOTMX MECTaX KOTOPOH pery-
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JISIPHO, B OITyXOJI€BOY TKAHM WJIA Ha TIOBEPXHOCTH TTPEI-
CYLIECTBYIOIIMX MePeKJIaIH CITOHTMO3bI (0OBIYHO He-
KPOTU3UPOBAHHBIX), pacrojiaralorcs ayHKIIMOHAIb-
HBbIE KOCTHEIE 0aJIOUKH, OCTPOBKU WJIU TTOJIMMOP(MHEIS
HACJIOCHHST KOCTHOM TKaHU. ATUTTMYHbBIE KJIETKU Ha I10-
BEPXHOCTH OMYXOJIEBLIX TPaOEKyJ He 00pa3yIoT 4acTo-
KOJIa U3 OCTeO0JIACTOB, YTO XapaKTePHO JIJIST OOBIYHBIX
KOCTHBIX PEreHepaToB, XOTsI MOCIEAHNE TaKKe MOTYT
MPUCYTCTBOBATH 10 Kparo oyara (puc. 2).
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Puc. 2. Mexny TpabekyaaMu OITyXOJIEBOM KOCTHOM TKaHU
(ykazaHo ctpenkoit) B HOCHC3 conepkaTcs aTMIUYHBIE
GubpodacTonogooHbie KiaeTKU. OnyxoJib 00JbIIeoepLo-
Boii koctu 6osbHOI 1., 38 neT. OKkpacka reMaTOKCUJIMHOM
M 031MHOM. YB. X 80

OnyxoJieBble KJIIETKY B TKAHW OYara HarmoMUHAIOT (pu-
Opo0acThl U (PUOPOLIUTHI, XapaKTepU3YIOTCS YMepeH-
HBIM KJIETOYHBIM aTUIM3MOM, siIpa MOHOMOPGHEIEC TH-
MIePXPOMHBIC, OBAIbHO-YIJIMHEHHBIC WX JICHTOBUI -
HBIE; YaCTOTa BBISIBJICHUSI MATO30B HEBBICOKA — He 0oJee
1—2 B 10 momsIx 3peHns IpH YBEJIMICHNN MUKPOCKOTIA
x 400, pe3Ko aTUITMYHBIE MATO3LI HE OTMeUYEHBL. B 40%
CJIy4JaeB B TKAHU OITyXOJIY BBISIBIISTFOT OTHOCUTEIEHO MHO-
TO TOJICTBIX aTUITMYHBIX KOCTHBIX ITEPEKIIAANH, YTO COOT-
BeTcTBYeT Kiaccuueckoi kaptuHe [1apOC (Tak Ha3bIBae-
MbIii lapoctaibHbIii martepa LIOCHC3). B 33% citydaeB
npeobanaer (GUOPO3HO-ITYYKOBbIM KOMITOHEHT OITyXO-
JIV ¢ MaJIBIM KOJIMYECTBOM KOCTHBIX TTEPEKIaInH («Iec-
MOMIHBI» aTTepH). Y 14% GOJBHBIX OIyX0JIeBas TKAHb
HaloOMUHAET TUCTOCTPYKTYPY (hpUOPO3HON nucCIIa3uu,
TPY 3TOM KOCTHBIE TTePEKIaTUHbI UMEIOT TIPUIYLTUBYIO
dopmy (matrepH «prOpo3HOI TUCTIa3um»). B emMHIYHBIX
CJIy4asix OImyXoJieBasi TKaHb 00pa3yeT «(pUOPOXOHIAPOMUK-
CcouAHbINy» |3, 12] mnbo «TemKeTouaHbIN» matTepH [13].

Buactu ciydaes rucroctpykrypa tkanu LIOCHC3 cy-
LLIECTBEHHO OTJINYAETCsI OT OMMCAHHBIX paHee TMCTOBapy -
aHTOB: BO MHOTMX MECTaX OTMEUEHbI CKOTLJICHMSI OITyXOJ1e-
BBIX KJIETOK C IPM3HAKAMU PE3KO BBIPAXKEHHOT'O aTUIT3Ma.
OOBIYHO 3TO KPYITHbIE UM OUEHb KPYITHBIE KJIETKHU, C O/~
HMM WJIM HECKOJIBKMMM TMIIEPXPOMHBIMU SITPaMU U KPYTI-
HBIMU SIIPBIITKAMU, TIPY 3TOM TMCTOJIOTMYECKUE TIPU3HA-
KU OITyXOJIEBOTO OCTEOTeHEe3a BBIPAXKEHHI Cliadee, YeM
B TunnuHoi TkKaun LIOCHC3 ¢ «rrapocTanbHBIM» MaT-
TepHOM. [TogoOHBIe Cllydan paclieHMBAIOT KaK Aenud-
depennuponky TKanu [IOCHC3 (puc. 3) [14].
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Puc. 3. Yuactox L[ennq)(’pepeHuMpOBKI/I OMyX0JIEBOW TKa-
Hu B LIOCHC3 (pe3ko BhIpakeHHbIE aTUMUYHbIC OMyX0JIe-
BbIE€ KJIETKM 0003HAYEHbI CTPEIKOi). OMyXoib IUCTATILHOTO
anuMeTadusa 6enpeHHoM KocT 6oabHOI @., 33 net. OKpa-
CKa reMaTOKCWJIMHOM Y 303MHOM. ¥YB. X 320

Huddepennuanbuas guarHoctuka HOCHC3
BO MHOTHUX CJy4yasiX ObIBaeT Upe3BbIUaliHO TPYIHOM.
Oc0o0EeHHO 3TO KacaeTcsl TAKUX HO30JIOTMYECKUX (hopM,
Kak (pubposHas Aucria3us, JecMoriactTuyeckast pu-
opomMma, IMapOC, pubpocapkoma koctu [15]. Kiroue-
BBIM [TPU3HAKOM, TTO3BOJISIIOLLIUM OTJMYUTH (DUOPO3HYIO
nucrtasuio or HOCHC3, siBnsieTcst HaTM4me yMepeH-
HOTO, HO SIBHOTO KJIETOUHOTO aTUTTM3Ma (He CBOMCTBEH
GUOPO3HOM TUCIUIA3UK), OOHAKO CIeAyeT OTMETUTD,
YTO Cpe3bl HE TOJKHBI OBITh MEpeKpallieHbl OCHOBHBI-
MM KpacuTeIsIMU. BEISIBIIeHNE B KJICTOYHOI TTOITYIISIIIIA
€IMHUYHBIX KJIETOK ¢ 00Jiee KPYITHBIMM TUTIEPXPOMHBI-
MM SIIpaMU U (DUTYP aTUITUTIHBIX MUTO30B — BECKHIT ap-
rymeHT B To1b3y LIOCHC3. Bynyun mogkperieHHbIM
KJIMHUKO-BU3YaTUPYIOIMMU JaHHBIMU, 3TOT (HaKTOp
MOXET CTaTh PEIIAIONINM JJIs yCTAHOBJICHMS TTPaBUJTb-
HOTro TrarHo3a. /JlecMoruractuueckyio (pudpomy u pu-
OpocapkoMy Takxe BecbMa TpyAHO auddepeHumnpo-
BaThb oT [LIOCHC3. B nepBom ciyyae B TKaHU ouyara
MTOJTHOCTBIO OTCYTCTBYIOT IIPU3HAKH OITyXOJICBOTO aTH -
IMMYHOTO OCTeOreHe3a. Pernatonum a1 1MarHocThpo-
Banust LIOCHC3 Bce e cTaHOBUTCS MIEHTU(DUKAIIAS
KJIETOYHOTO aTunu3Ma (¢puopo0IacTONmoI00HbBIX Kile-
TOK oryxojiu. PubdpocapkomMa KOCTH OOBIYHO COCTO-
WUT U3 ITMHHBIX 3aBUXPSTIOIINXCS ITYIKOB aTUITMYHBIX
MOHOMOP(MHBIX WX MOJUMOPGHBIX (UOPOOIaCTONO-
TMOOHBIX KJIETOK, 0€3 aTUTTMIHBIX OCTEONTHO-KOCTHBIX
octpoBKoB 1 nepeknanu [§8, 11]. [TapOC B HeKOTOPBIX
ciyyasx (6e3 mpeaBapuTeIbHOIO aHaIM3a KIMHUKO-BU-
3yaJIM3UPYIOIINX TAaHHBIX, C YI€TOM OTHUX TOJBKO pe-
3yJIbTaTOB TMCTOJOTUYECKOTO MCCACAOBAaHUS) MOXKET
obITh HeoTIMuMMa oT LIOCHC3. Crienyer OTMETUTB,
yto B TKaHu [TapOC yallie BO3HUKAIOT OCTPOBKU XpsI-
1LIEBOI TKaHU, 0OCOOEHHO Ha IMTOBEPXHOCTU OIYXOJIEBbIX
KOCTHBIX pa3pacTaHuii, v 60Jiee BRIPAXKEHO KOJTMIeCTBO
ATUINHUYHOM KOCTHOM TKAHU B O4are, pacriojiararoiieMcs
Ha TTOBEPXHOCTH KOCTH 1 B ITPHJIETAIOIINX MSITKIX TKa-
Hsx [16]. IMTonrBepxnenue dakra neanddepeHIITPOB-
kn LIOCHC3, koTtopas npoucxoauT npumepHo y 30%
OOJTBHBIX, TIPUYEM YalIle B OITyXOJISTX, TIOABEPTIIIMXCS Pe-
uuauBaMm [6, 17], BO3MOKHO JIMIIb [TPA HAJTWYUK paHee

BBITTOJTHEHHBIX OMOTICUIAHBIX MCCIEIOBAHUI, B KOTOPBIX
ob1a ngeHTudunrponatHa TunuyHasa LIOCHC3 ¢ ot-
CYTCTBHEM BBIPAXKEHHOT'O KJIETOYHOTO aTumnu3ma |14,
18]. B mocTymHoOI TuTepaType OMMCcaHbl TAKXKE €IIMTHIY -
HBIE CITyYall CHHXPOHHOTO Pa3BUTHS Y OHOTO OOJIBHO-
ro [TapOC u LIOCHC3 [19].

B tkanun HOCHC3 yacTo oTMeuaroT MOBBILIEHNE
aKcrpeccuu (amrindukanuio) reHoB MDM2wu CDK4,
XPOMOCOMHbBIE U3MeHeHUs1 B obnactu 12ql13-15. Ot
MMPU3HAKW, B COYETAHNH C OTCYTCTBHEM XPOMOCOMHBIX
abeppallii 1 HU3KOM 4acTOTOM MyTaluii reHa TP53,
ommuaT IIOCHC3 ot 6osiee CIOXHBIX T'eHeTHUYe-
CKUX CIIBUTOB, XapaKTePHBIX MJI1 OOBIYHON LIEHTPasIb-
Hoit OC [20—22]. HekoTophie aBTOPHI MPEATOXKUIN
HCTOIb30BaTh Hamune MDM?2 (6e10K — MHTuOUTOP
p53, obecrieunBaOIINI €ro PEeTYJISLINIO IO TTPUHITAITY
ob6parHoit cs3n) u CDK4 (nmkimmH3aBUCUMAasT KIMHA-
3a 4-r0 TUIIA) B KauecTBe nUddepeHINAIBHO-TUarHO-
cTruyeckoro Mapkepa, orauvatoiiero [IOCHC3 ot no-
OpOKaYECTBEHHBIX IOPAsKEHMI KocTeil (Harpumep pu-
OPO3HOI TUCIUTA3UM ), C YYBCTBUTEIBHOCTHIO 89—100%
u crierduaHocThio 97—100% B ci1ydae KO9KCIpecCun
9TuX 6eJKoB [23, 24]. YaenbHOE YMCIO OKpallliBalo-
LIKUXCS cepedpoM 00acTell SAPBIIIKOBBIX OpraHu3a-
TOPOB U CTeTIEHb BbIPA’KEHHOCTH TTOJIOXUTEIbHON pe-
akuuu MIB-1 B tkanu HOCHC3 0b11M CylIeCTBEHHO
BBIIIIE, YeM B TKaHU (PMOPO3HOM TUCIUIa3nuu, — (akT,
KOTOPBIN TaKKe MpeaiararoT NCIOIb30BaTh WIS Tud-
depeHIIMaTbHOM AUaTHOCTUKHA [25].

Teuenue [IOCHC3 oTHOCUTENIFHO MEIJIEHHOE,
nHoTraa beccuMNTOMHOE. JIeueHre TIpeoaraeT paau-
KaJIbHOE yJaJIeHUe 0Yara OTyXO0JIU 11O TUITY pacIIupeH-
HOIt KpaeBo# pe3eKUnu, 0J0K-pe3eKIUU U aMITyTa-
iu. [ToCKOIBKY TOYHBIA ¥ CBOEBPEMEHHBIN TIEPBUY-
HBI AMArHo3 yCTaHaBJIMBAIOT IMIPUMEPHO B MTOJOBUHE
ciayuaeB HOCHC3, nepBoe BMelIaTeIbCTBO 3a4acTyIO
OKa3bIBaCTCsl HEMOCTATOUHO paaAuKaIbHBIM, IIPU 3TOM
HEU30eXHO Pa3BUBACTCS PEIUAUB Ovara MopaxeHusl.
Bo3HukHOBeHUE y 60JILHOIO XOTS Obl OAHOTO PELIIM -
Ba C BpacTaHMEM OITyXOJU B MapaoccCaIbHbIC MSTKHUE
TKaHU — BECOMBI apryMEHT B MOJI3y MAaKCUMAaJIbHO
PamVKaIbHOTO YIaJICHUS OITYXOJI!, BIUTOTh 10 aMITyTa-
I, TaK KakK neanddepeHIMpoBKa B TKAHN OITYXOJIN
pa3BHBaeTCS HAMHOTO Yallle ITpY peLMINBaX, a IpuMe-
HeHue xumuotepanuu (XT) ciabo onTUMUBUPYET UC-
xof jeyeHus [3, 8, 17].

Ilepuocranpuas OC (IlepuOC) — xpsiie- u KocTe-
oOpasymolasl oNnmyxoJjb CpeJHeil cTenmeHUu 370Kayve-
crBeHHOCTH ((G2), BO3HMKAIOIIAs Ha MTOBEPXHOCTU KO-
ctr [26]. CHHOHUM: IOKCTaKOPTUKAIbHAs XOHIPOOJIa-
cruyeckas OC.

[Nepsuunas gokamm3amnus [epuOC B Harem Ma-
Tepuaie: 3 ciydas — B mraduse 00IbIIeOepIIOBOM KO-
cty, 2 — muaduse 0eapeHHON KOCTH, TI0 OTHOMY CIIy-
yap — araduse IIeYeBOM KOCTU 1 ITPOKCUMAIBHOM
MeTaduse ManodbepiioBoil KocTu. [1o JaHHBIM OIHOI
U3 HAaMOOJIbILINX BEIOOPOK CYyYaeB 3TOM OMyXO0JIu, Yallle
Bcero I1epuOC nokanuzoBaiachk B quacuse O60blie-
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6ep1oBoii KocTH (B 16 u3 40 ciryyaeB OIyXoJIM) U aua-
¢uze 6enpa (15) [27].

ITo pesynbTaTaM BH3YaJIU3UPYIOIIUX METOHOB,
OITyXOJIb BBITJISIAUT KaK OObEMUCTHIN KOCTHO-XPSIIIIE-
BOI MacCHMB Ha IOBEPXHOCTH nuadusa wiu Metadu-
3a IJIMHHOM KOCTU, C XapaKTEePHbIM OJII0ALI€00pa3HBIM
yroIyOIeHUEeM, TP 3TOM XPSIIIEBON KOMIIOHEHT TIpe-
obnagaeT mo oobemy Hax KocTHEIM [27—30]. KopTtekc,
TIPUJIETAIONINIA K OTTYXOJIU, OOBIYHO XOPOIIIO COXPaHEH,
HECKOJIBKO YIUIOTHEH, IMOKPHIT HAJIOXKEHUSIMU CKJIE-
PO3MPOBAHHOM MATOJOITMYECKOM OCTEOUIHO-KOCTHOMN
TKaHM — 3Ta 30Ha W MIPEACTABIISIET COOOI OITYyXOJIEBYIO
KOCTHYIO TKaHb (puc. 4). Bpactanue ornyxonu B KOp-
TEKC C AeCTPYKLUEH MOCAeIHEr0 U IPOHUKHOBEHHEM
B KOCTHOMO3TOBYIO TIOJIOCTb ITIPOMCXOAUT B € IMHUIHBIX
ciydasx [31, 32].

Puc. 4. I[TepuOC Ha nmoBepxHOCTH nradu3a: B LIEHTPEe oyara
pacrioyiaraeTcsi XapakTepHoe yriryosieHre (YKa3aHo CTPEJIKOIt),
KKOTOPOMY IIPUMBIKAIOT paaraIbHO pacXoadaInecs CITMKYJIbI.
PeHtreHorpaMmma Majio6epioBoii Koctu 6onbHoM 111, 22 et

I'mcTomornyecku XpseBoit KOMIIOHEHT COOTBET-
cTByeT XoHapocapkome (XC) HU3KOM WU CpeTHei cTe-
TIEHU 3JI0KAYeCTBEHHOCTU (pUC. 5), OCTEOUITHO-KOCT-
HBIIT — 00pa3yeT yJacTKM aTUITMYHOIO OCTEOTeHEe3a
B MacCHUBE UJM B OCHOBAHUU OITyXOJIEBOU XPSIEBOM
TKaHU (puc. 6). Bo MHOTMX MecTaX K aTUITMYHOM XPsi-
IIEeBOI TKAaHW TIPUJICKUT aTUITMYHAST KOCTHAsI TKAHb —
yalle 3To OTMEUYEeHO Ha nepudepun omyxoau, HO Mo-
JTOOHBIE OCTPOBKY IMPUCYTCTBYIOT U B TIIyOMHE OITyXOJIe-
BO1 XpsiieBoit TKaHu. CTerneHb KJICTOYHOTO aTUITH3Ma
B KOCTHOM KOMITOHEHTE YMEpPEHHasI, aTUITMYHbBIN OcTe-
OMITHO-KOCTHBIIT MaTpPUKC BeChbMa HEOTHOPOIHOTO
CTpOEHUsI — MeCTaMMU ¢ IpeobianaHuem octeouaa [ 33].

l'eHeTHuecKne HapyIICHUSI, BBISIBIASIEMBIC B CIIy-
YasgX capKOMBI 3TOTO ITOATHIIA, BeChMa HETTOCTOSTHHEI
W TIPEACTABJISIIOTCSI MEHEE CIOXHBIMM, YEM B OOBIU-
Hoit OC: 8q+, menenus 6q, ammumdukanus 8ql1-24
u 12ql1-15. TlonoGHbIe U3MeHEHUST 3a(PUKCUPOBAHBI
B psane cayyaeB [1epuOC [34—37]. B oTaenbHbBIX Ciiyva-
sax [TeprOC BBISIBIICHBI CJIOXKHBIC XPOMOCOMHEBIE Hapy-
meHus 38, 39]. B 40% ciydaes [TeprnOC oTMedeHbI TO-
YyeyHble MyTaliuu reHa 7 P53, KoTopble SIBIISIIOTCS OJTn3-
KAMU TI0 YaCTOTE TAaKUM MYTalllsIM IieHTpaabHoii OC
BBICOKOH CTerneHu 3JloKkauyecTBeHHOoCTH [40].

B HekoTOpBIX McclenoBaHUAX MOKA3aHO, YTO aM-
mbukanust reHa TSPAN31 (paHee U3BECTHOTO KakK
SAS) BO3HUKAET JIUIIb B TOBEPXHOCTHBIX, HO HE B 1IeH-
TpanbHBIX OC [41].
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InddepeHnIManbHyI0 AMAaTHOCTUKY MPOBOIST
¢ ocTeoxoHIpoMoii, meproctanbHoit XC, [TapOC, 1o-
BepxHocTHOI OC BBICOKOW CTEMEHU 37TI0KAYeCTBEHHO-
ctu (ITOCBC3) [27, 42]. B ocTeoxoHapoMe XpsieBoit
KOMIIOHEHT 00pa3yeT monodue TKaHEeBOro KoJimayka
TOJIIIMHOM He 6onee 1—1,2 cM; HU XpSIIIEBOii, HU KOCT-
HBII KOMITOHEHTHI O9ara He 0OHapy>KMBAIOT KJIICTOYHOTO
arunusma. IlepuocranbHast XC 0ObIYHO HE BO3HUKAET
B nracdu3ax KOCTeil U He CONEePKUT aTUMTUYHON KOCT-
Hoii Tkanu. [IOCBC3 xapakTepn3yeTcs BIpakeHHbBIM
KJICTOYHBIM aTUIIM3MOM U OOBIYHO HE COIACPXKUT XPSi-
IIeBoro KoMItoHeHTa. Hambomee tpymHa muddepeH-
nuanbHasg auarHoctuka [MepuOC ¢ [TapOC, Takxke ya-
CTo coaep:kallei xpsimeBoit KommnoHeHT. [TapOC nou-
TU BCEraa MpeacTaBisgeT co00i 00bEMUCTHIM KOCTHBIN
MAacCHB Ha TOBEPXHOCTU KOCTH M B I1apaoCCaTbHBIX
TKaHSIX. ATUTIMYHAS XpsAIIeBasg TKaHb 3aHUMaeT B HeM
HEe3HAYUTEIbHYIO 9YacTh. MeXIy nepeKiiagnHaMU aTh -
MUYHOI KOCTHOU TKaHM OIMYyXOJeBble KIETKU 00pa3y-
10T nposrdepaThl PrOPOOIACTUIECKOTO MU (PUOPOLIM-
TapHOTO XapaKkTepa, HalloMUHaIoImue (GpruopocapKomy.

. 3
Puc. 5. B tkanu [1epuOC yepenyrorcs aTUIIMYHbIE YIaCTKU
ATUMUIHON XPSIIIEBOI (CHMHSISI CTpeJKa) M OCTCOMIHO-KOCT-
HOU (3eeHast cTpesika) TkaHu. Omyxoib nuacdusza GenpeH-
Holi koctu 60mbHOTO C., 17 netT. OKpacka TeMaTOKCHJIMHOM
U 203UHOM. YB. X32

L

Puc. 6. Tpabekynra aTUIMTMYHON OCTEOMIHO-KOCTHOM TKa-
HM (YKa3aHO CTPEJIKOI) Cpear He3pesioil XpsIleBoil TKaHU
B [1epuOC. quacdus 60bl1edeplioBoii Koctu 6oabHOTO /.,
24 ner. OKpacKka reMaTOKCHJIMHOM M 303MHOM. YB. X 160

Knunaunueckoe teuenune [MepuOC B HaubombIIeit
crenieHn cooTBeTcTBYeT nuHamuke [1apOC, xoTs He-
KOTOpBIE aBTOPbI OTMEUAIOT 60siee KOPOTKHE CPOKU 00-



OBMEH OTlbITOM

weii BbkuBaeMocTu ripu [1eprOC [42]. BoablInHCTBO
aBTOPOB CUMTAIOT, UTO HeoaabioBaHTHas X1 He sBsi-
€TCS OIPEACIISTIOIINM (DAKTOPOM BELKMBAEMOCTH OOJTh-
Hbix [TepuOC [43, 44]. OCHOBHOI MPUHIIUIT TAKTUKU
JICUSHUST — CBOEBPEMEHHAs paaIuKalbHas XUPyprude-
cKasl pe3ekuus onyxoau [45—47].

IToBepxnoctHass OC BbICOKOIi CTeNeHH! 37I0KAYeCTBEH-
Hoctu (ITOCBC3) — xocteobpasyiolast OrmyxoJib BICO-
Koli cTeneHu 3nokauectBeHHOCTU (G 1), BO3HMKaOLLAs
Ha TTOBEpXHOCTH KocTH [48]. CHHOHUM: IOKCTAKOPTH-
kanbHast OC BBICOKOI cTeNeHU 3JI0KaYeCTBEHHOCTH.

B Hamem maTepuasie mepBUYHast TOKAIM3AIIUS OITy-
xoJu: auadu3 60Jb1Ie0epIIOBOI KOCTH (2 cyyvast), Ti-
acu3s 6enpeHHolt Koctu (1), AMCcTaNbHbBIN MeTadu3 Ma-
JI00ep110BOI KOCTH (2). B HanbopIei BEIOOPKE CITyda-
eB [IOCBC3, npuBeneHHOI B JOCTYITHO TUTepaType,
caMble YacThle JoKanu3auuu — auadus (14 us 46 ciy-
YyaeB) U IUCTaIbHBIN MeTadu3s 6enpa (11), a Takke nu-
acdus 60mb11e0ep110BOIt KOocTH (8) [49].

ITOCBC3 — penkas omyxojb, KOTOpast BO3HUKAEeT
B MEPUOCTE MNJIMHHBIX KOCTE U MMEET TMCToJI0ornye-
CKOe CcTpoeHUe 0O0bIYHOI 1eHTpanbHOit OC BBICOKOI
creneHu 3nokayectBeHHOCTH [50]. TTo naHHbBIM BU3ya-
JIM3UPYIOIINX METOIOB U MAaKPOCKOITMYECKOTO UCCIe-
IOBaHUs, B MeTahn3e I Auadu3e ormpeacisieTcs He-
PaBHOMEPHO OCCUMDUIIMPOBAHHBIM OYar B BUAE pa3pac-
TaHUS TBEPOON TKAHU Pa3IMYHBIX pa3MepoB, OBICTPO
YBEJIMYMBAIONIUIACS M B M3BECTHON Mepe HarloMUHa-
fomuii [TapOC [51]. OmHako Mo TUIOTHOCTH U 00beMY
atunuyHoro occudukara oyar [IOCBC3 yare ycry-
naet nociaeaHei (puc. 7).

Puc. 7. [IOCBC3 (yka3zana cTpenkoii) B quacduse O60biie-
OepuoBoit Koctu. bonbHoit b., 13 et

I'ucTonornyeckasi KapTHa MaKCMMaJIbHO COOTBET-
CTBYET CTPOEHUIO 00bIYHON LeHTpasibHOI OC BbICO-
KOI CTETeH! 3JI0KaYeCTBEHHOCTH (pUC. 8): aTUITUYHbIE
ocTteobjlacTuYecKue win pudpodIacTUIECKN-0CTEO-
Oyractryeckue mposrdepaTbl Pe3KO aTUITUYHBIX Kile-
TOK, C y9aCTKaMU IJIbI0YaTOTO, MEJIKOTPAOEKYJISIPHOTO
WJIN «KPY>KeBHOTO» ocTeouaa. Kiierkam, oopasyromum
ITOCBC3, cBoiicTBEH BbIpaxKe€HHbII1 aTUTTU3M: C I1JIEO-
MOp(PU3MOM U TUTIEPXPOMHOCTBIO SIICP, OOMIIMEM T1a-
TOJIOTMYECKUX MUTO30B, y4aCTKaMM KOATYJISILIMOHHBIX
HeKpo30B. XoHapouaHbIi KommoHeHT B [IOCBC3 ot-
MeyaloT B HEOOJIbIIIOM KOJIMYECTBE ciiydaes [52].

3\!& j/ 4" y & S
R AL RS-
Puc. 8. BripaxXeHHBIN KJIETOYHBIN aTUMIU3M W MPU3HA-
KM OCTeOMI000pa3oBaHus (YKa3aHO CTPEJKOil) B TKaHU
[TOCBC3. luadus 60sbl1edeplioBOil KOCTU 00sibHON b.,
13 nier. OKpacka reMaTOKCUJIMHOM U 303MHOM. YB. X 160

HduddepeHunanbHass IMarHOCTUKA TMTPOBOAUTCS
¢ [MapOC u IlepuOC, obwpuHOM HEeHTpanbHOU OC,
CTpECC-TIOBPEXKICHNEM KOCTH, «IIBETYIIINM» OCCUDU-
nupytomum nepuoctutom [53, 54]. ITapOC — ouar,
OOBIYHO MEIJICHHO, B TCUYCHNE MHOTHX MECSIIIEB U JICT
pacTyIINiA Ha TTIOBEPXHOCTU KOCTHU, C BhIPAXKEHHBIM
ocreockieposzoM. [TepuOC — Takke MeIJIeHHO pa3-
BUBAlOIIIEECs MOpaXeHUe, C XapaKTePHbIM 00bEMMU -
CTBIM XPSIILIEBBIM KOMIIOHEHTOM, 00pa3yoLIUM OO~
1eodpa3Hoe yriyoseHue B HeHTpe ovyara. OObIYHas
neHTpanbHasg OC Takke MOXeT MHoraa (opMUpoBaTh
0O0JIBILIONM MapaoccaqbHbI KOMIIOHEHT, B TOM YUC/Ie —
C BbIpaXK€HHBIM OCTEOCKJIepO30M. Pernarommm siBisi-
erca tmatenbHoe MPT-uccnenoBanue, mpu KOTOpoM
npu o0bIuHOM LeHTpadbHO OC BBISIBASIOT B KOCT-
HOMO3TOBOI1 ITOJIOCTH, B TOM YMCJIE CYOKOPTUKAIBHO,
WHGWIBTPATUBHBIC pa3pacTaHUs, a TaKXKe NeCTPYK-
o koptekca. [Tpu [TOCBC3 nogo6Hble 0COOEHHO-
CTH BU3YAJIU3UPYIOIIEH KapTUHBI ITOpaXKeHMUsT HE Xa-
pakTepHsI [49, 50, 52].

[Ipy MTOTEeHETUYECKOM MCCICAOBAHUN B OMTHOM
ciayuyae ITOCBC3 oTrMmeueHa aMIuiMdukanus reHa
TSPAN31 [41]. OnybJnMKOBaHHBIX pabOT O HAJIMYUU
uuTroreHeTnyeckux abeppanuii B 6uoncusix [IOCBC3,
BBITTOJTHEHHBIX /10 MpoBeaeHus X T, HeT.

OcobeHHocTu neuyedHoil Taktuku npu [TOCBC3:
MpUMEHEHUE MPOTOKOJA JIEYEHUSI COOTBETCTBYIO-
mero HeHTpaiabHoi OC BBICOKON cTenmeHU 3JoKaue-
CTBEHHOCTU — KypChI TipeaornepaunoHHoi XT, 3aTeM
panukanabHas pe3ekuust ouara (oueHka creneHu XT-
natomopdo3a onyxoJju Mo KIWHUYECKUM U TMCTOJIO-
TMYECKUM JTaHHBIM ), Kypchl TTocieonepaiuoHHon XT,
CKOPPEKTUPOBAHHBIE MO pe3yjJbTaTaM ONpenaeaeHus
crenenu XT-maromopdo3sa [49, 51, 52].

BbiBOAbI

TpynnHbele nuddepeHInaIbHO-INAaTHOCTUYECKIE
pelleHus U CBSI3aHHbIE C HUMU TAKTUYECKUE MOAXOIbI
K JIeYEHMIO HarboJIee YaCThIX 3I0KAYeCTBEHHBIX OIy-
xoJjeil kocteit — OC — mpeanoiaraloT TeCHOE B3au-
MOJEUCTBHE KIMHULIMCTOB-OHKOOPTOINEI0B, OHKO-
JIOFOB-XMMUOTEPAIEBTOB, CIELMUAINCTOB 110 METOAAM
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BU3YAJIU3UPYIOIIEH TUAarHOCTUKKU U TIaTOJIOTOB, CIie-
UATU3UPYIOIINXCS B 00J1aCTH MOP(DOTOTUIECKOM M1 -
arHOCTUKU 3a00JIEBaHUI OTMIOPHO-IBUTATEIILHOTO ar-
rnapara.

CoBpeMeHHas maToMopooruyeckas IMarHocTUKa
OMyXOJIell KOCTE! 00s13aTeIbHO TIPEIoIaraeT y4eT ux
Tororpacuyeckux U MaKpoIrnaToJOTHYECKUX 0COOCH-
HocTell. B 9Toii CBSI3U KIIMHUIIUCTaAM-OHKOOPTOTEAaM
CJIeMyeT IIPEeNOCTABIISITh TATOJIOTY JJIsSI U3YYEHUST COOT-
BETCTBYIOIINE NAaHHbBIE KITUHUYECKUX Y BU3YATU3UPYIO-
KX METOJ0B ucciienoBanust. Heodxonumo Takke co-
BMECTHOE 00CYXIEHNE HEKOTOPBIX aCTMEKTOB AMAarHO-
CTUYECKOM U JIEYEOHOW TAKTUKU.

BaxHo, 4TOOBI MUarHOCTUYECKUI BBIBOM MAaTO-
Jiora JUisi KIMHUKK BCerna coaepkajl uHbopMaluio
0 TOYHOM HaWMEHOBAaHWU HO30JOTHYECKON (HhOPMBI
OC B COOTBETCTBUMU C AeicTBY0OIIEH Knaccubuka-
nueit BO3 onyxoneit kocteii (4-e usn., 2013), Toro-
rpacduu ouara (1ieHTpajabHast, TOBEPXHOCTHAS ), CTe-
TEeHU ee 3JI0KaYeCTBEHHOCTU (HM3Kasl, BbICOKasl, e~
IuddepeHIMpoBaHHasA) ¢ yTOUHeHUeM cTerneHu G
U 0 HEKOTOPBIX KJIETOUHO-TKaHEBBIX OCOOEHHOCTSIX:
COOTHOIIEHUU aTUMWYHBIX KJIETOK C Pa3IMIHBIMU
npu3HakaMu TuddepeHIIupoBKY — B OCTEO0IaCTU -
YecKoM, (prdpodIacTuIeCKOM, XOHAPOOIACTUIECKOM
HaIlpaBJICHUN.
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RARE NOSOLOGIC FORMS

OF OSTEOSARCOMA: FEATURES,
PRINCIPLES OF DIFFERENTIAL
DIAGNOSTICS AND MODERN
TREATMENT. Il. CENTRAL LOW-

GRADE OSTEOSARCOMA, PERIOSTAL
OSTEOSARCOMA, SURFACE HIGH-GRADE
OSTEOSARCOMA

V.V. Grigorovsky

Summary. Objective: to analyze the clinical and morpho-
logical characteristics of osteosarcoma (OS) of varying de-
grees of malignancy, especially their histological differen-
tial diagnosis and modern treatment. Object and methods:
44 case of nosological forms OS that is rarely met in otho-
pedics practice. The information presented on the central
low-grade malignancy OS (9 cases from the author’s ar-
chive), periosteal OS (7 cases), surface OS of the high grade
of malignancy (5 cases). Results: central low-grade malig-
nancy OS composed of so highly differentiated fibroblastic
and osteoblastic atypical cells that can be difficult to deter-
mine the malignant nature of the tumor. Periosteal OS —
mostly «chondroblastoma», moderately differentiated tu-
mor, occurs most often without evidence of involvement in
the pathological process of bone marrow cavity. Surface
OS, the tumor of high degree of malignancy, arising in the
periosteum of the long bones with histological structure,
corresponding to conventional central high grade OS. Con-
clusions: the need for complex differential diagnostic solu-
tions and related tactical approaches to the treatment of OS
involves close cooperation between clinicians-oncologists,
specialists in imaging diagnostic methods, oncologists- the-
rapists and pathologists. Diagnostic conclusion of the pa-
thologist should contain information about the nosology OS
topography of the lesion (center, surface), grade OS (low,
high), and some cell-tissue features.
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