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Kaaccunueckas octeocapkoma — 3TO OAHA M3 CaMblX HaCTbiX MEPBUYHBIX 3A0KaYE€CTBEHHbIX OMYXOAe KOCTeN y AeTel 1 NOA-
pOCTKOB. Halle BO3HMKAeT B 30HaX HanbOAbLLE NpoAnhepaLnm «POCTOBOM NMAACTUHKM» 1 AAMHHBIX TPYOUaTbIX KOCTAX KOHEY-
HOCTel, 0CO6EHHO B AUCTaAbHOM YacTu 6eapeHHoi KocTn (30%), NpoKcMabHOM YacT 6oAblebepLoBoi KocTu (15%), Npok-
CMMaAbHOM HacTH naeydeBoi KocTh (15%). B AAMHHBIX TPyBUaThiX KOCTSIX OMyXOAb 0ObIUHO AOKaAM3yeTcst B MeTaduse (90%),
pexxe — B anaduse (9%) u KpaiHe peako — B 3nuuse. B AaHHOI CTaTbe PacCMaTPUBAIOTCS BOMPOChI KAMHUYECKOH, peHTre-
HOAOTMYECKON M TMCTOAOrMUYECKOM AMArHOCTUKM KAACCUHYECKOM (KOHBEHLIMOHAABHOW) OCTEOCAPKOMbI Y A€TEV 1 MOAPOCTKOB,

a TaKXXe KpaTKo OCBELaloTCs BOMPOCh reHeTn4eckmx abeppauni, amddepeHunarbHON AMarHOCTMKK M MPOrHO3a NpU AAHHOW

MnaToAOrmnun.

KaloueBble croBa: OCTeocapkoma, AMarHOCTHUKa, A€TU 1 NMOAPOCTKH.

Classical osteosarcoma is one of the most common primary malignant bone tumors in children and adolescents. It more fre-
quently occurs in the areas of the highest growth plate proliferation: limb long bones particularly in the distal femur (30%),

proximal tibia (15%), and proximal humerus (15%). In the long bones, the tumor is located usually in the metaphysis (90%), less
frequently in the diaphysis (9%), and very rarely in the epiphysis. This paper considers the clinical, radiological, and histological
diagnosis of classical (conventional) osteosarcoma in children and adolescents and briefly outlines genetic aberrations, differen-

tial diagnosis, and prognosis in this pathology.

Keywords: osteosarcoma, diagnosis, children and adolescents.

OcTeocapKoOMOii Ha3bIBAeTCsl 3J0KAYECTBEHHAsE OCTEO-
reHHAasl OIMyXOJjb, COCTOsSINAs M3 HEOIUIACTUYECKUX KJIETOK,
KOTOPbIE MPOAYLUPYIOT OCTEOUI MU CyOCTAHIIMIO THCTOJIO-
IMYECKM HE OTIMYKMMYIO OT HEro XOTsI Obl B OJHOM IOJIE 3pe-
Hus [1]. CornacHo kiaccudukanumu BO3, BbloenasiioT He-
CKOJIbKO BapUaHTOB:

1. LlenTpanbHast ocreocapkoMa (low-grade).

2. Knaccuyeckasi (KOHBeHILIMOHAIbHAST) OCTEOCAPKOMA.

3. TenaHrUaKTaTUYECKAsI OCTEOCapKOMA.

4. MenkoKJIeTOYHasl 0CTeocapKoMa.

5. BropuuHast octeocapkoma.

6. [NapaocraybHast 0CTEOCapKOMA.

7. IlepuocTtaiibHas ocTeocapkoMma.

8. [ToBepxHocTHast octeocapkoMma (high-grade).

Kraccuueckass ocreocapkomMa — 3TO BHYTPMKOCTHAs
3JI0KaYeCTBEHHAs OIyXO0Jib, KJIETKH KOTOPOIl MPOLYLIUPYIOT
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KocTb. CyuTaeTcsl IepBUYHOM, €CIM pa3BUBACTCS B HEU3ME-
HEHHOI KOCTH, M BTOPUYHOI, €CJIM pa3BUBaeTcs Ha (poHe 00-
JydeHust, 6one3nu [lemxkera u ap.

Kiaccuyeckast octeocapkoma siBJisieTCs HanboJiee 4acToi
TMEPBUYHOM CApKOMOI BBICOKON CTEIEHHU 3J10KAYECTBEHHOCTU
(high-grade) ¢ mopaxxenuem kocteit [2]. HecMoTpst Ha 310, B
CTPYKTYpE BCEX 3710KaYECTBEHHBIX OITyXO0Jeil, BOSHUKAIOIINX
y HaceneHust CIIIA, ona cocrasisier meHee 1% [2, 3]. Yacrora
BO3HUKHOBeHUsT OT 10 10 26 HOBBIX CIydaeB Ha 1 MJIH HaceJsie-
HUS IUIaHeTHI B rof [4]. UMeeT 6MMoIaibHOE BO3pacTHOE pac-
npeneneHue. [lepBoiii MUK B Bo3pacTHoi rpyrme 10—14 jer,
BTOpOIi — B Bo3pacTe crapiue 40 net. KpaiiHe peako BcTpeya-
ercs y neteit B Bo3pacte a0 S net [5]. ['eHnepHoe pacrnipenene-
HUE B IOJIb3y MY>KCKOTO HaceJeHHUs ¢ cooTHoleHuem 1,35:1.
Kak pesynbraT 35110KauecTBEeHHOI TpaHchopMaluu 00Je3HU
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TTemkera BCTpevyaeTcst MpUOIU3UTEIBHO B 1% citydaes, valie
y OOJIBHBIX ¢ MHOXKECTBEHHBIM TTOPaXKeHNEeM KOCTeH, C TMKOM
Ha 7-ii neKaje XU3HU U COCTaBJISIET 10 TIOJIOBUHBI BCEX CITyda-
€B 0CTeOCapKoM Y marreHToB crapire 60 jger. OcteocapkoMa
SIBJISIETCSI CaMOI 4acToil capKOMOI, MHAYLIMPOBAHHOM 00JIy-
yeHneM (2,7—5,5% Bcex ocTeocapkoM), yalle y MalMeHTOB
crapie 40 net. Pexe accouurpoBaHa ¢ 100poKauyeCTBEHHBI-
MM OTTYXOJISIMU Y OITyXOJICTTONOOHBIMU TTOPAXKEHUSIMU KOCTe i
(bubposHas nuciasus, NpocTas KOCTHAsA KUCTAa) U METaIU-
yeckuMHU npore3amu. B uccienosanuu L. Mirabello u coasr.
|3] mepBruHas ocTeocapkoma cocTaBuia 88%, BTopuIHasT —
10% wu xak cienctBue 6one3Hu Ilemkera — 2%. OnucaHbl
cJlyJyau BTOPUYHOM OCTeOCapKOMBI Y IeTeil mocae KOMIUIEKC-
HOTO JIEYeHUST OCTPOTro JUMGOOIACTHOTO JIeliKo3a U raMma/
nenbra-T-KierouyHoi TuM@oMsl [6].

DTHOIOTHSI BOSHUKHOBEHUST OCTE0CAapPKOMBI HEM3BECTHA.
BosHukaeT de novo 6e3 Kakux-J1uOO Tpenpacrioiararolmx
dakTopoB. MOXeT MOSIBIISITHCS TTOCIIE TPAaBMbI, THOPOIHOTO
Tena (oproneanyeckue umriaHtatel) [7]. TlpuBoastcs naH-
HBIE O IMOBHIIIIEHHOM PUCKE BO3HUKHOBEHUST OCTEOCAPKOMBI Y
JETeil ¢ MAcCoii Tejia npyu poxaeHun oosee 4046 r u pocTrom
Bbllle cpenHero [8]. CuuTaercs, 4To pa3BUBAETCS U3 ME3EH-
XUMaJIbHOW CTBOJIOBOW KJIETKM C MUHUMAaJIbHOW ocTeoba-
ctuieckoit muddepeHIMpoBKoii, omHako «cell of origin»
ocraercsl HeusBecTHoU [9]. Habmionmaercs yaiie cpeny pas-
JIMYHBIX TEHETUYEeCKU OOYCIOBJIEHHBIX CUHApPOMOB: Li-
Fraumeni, BpoxneHHoil petuHoOiacTome, Rothmund-
Thomson, anemuu Diamond Blackfan, cunapome Bloom,
Werner u npyrux [10].

MoxeT BO3HUKATh B pa3MMIHBIX KocTsix. OmHaKo vaiie B
IUTMHHBIX TPyOYaThIX KOCTSIX KOHeYHocTell [3], ocobeHHO B
MUCTaIbHOM YacTu 6eapeHHoit koctu (30%), MpOKCUMaTbHOM
yactu 60Jib11e6epoBoii KocTH (15%), MpoKCUMaIbHOM 4acTi
miedeBoit Koctu (15%). JlaHHbIe JIOKaIU3auy 00yCIOBIEHbI
HauOobleir mnpoaudepanueil  «pocTOBOW  MJIACTUHKU».
B nuHHBIX TPYyOUATHIX KOCTSIX OMYXO0JIb OOBIYHO JIOKAIU3YeT-
cs B Metaduse (90%), pexxe — B nuaduse (9%) u KpaiiHe pen-
Ko — B anmdu3e. OmyXomu ¢ JoKaInu3alueit B 4eTocTsIX, KO-
CTSIX Ta3a M TTO3BOHKAX, KaK IMPaBUJIO, HAOIIOMAIOTCS B CTap-
IIUX BO3PACTHBIX Ipymiax. [1py mopaxkeHUM 4eiocTeil ormy-
XOJIb Yallle BCTpevyaeTcs] B HUXKHEU YeoCTH, YeM B BepXHeil
(58 1 42% cootBeTcTBeHHO) [11]. BOoB/IeueHMe B maToornye-
CKUII TIPOIlECC MEJIKMX KOCTel CKejeTa OTMeJaeTcs PeIaKo
[12]. MyabTudoxanbHoe nopaxeHue BCTpeyaeTcs npu 60s1e3-
uu [emxkera B 15—20% ciaydaeB. OmQHAKO 10 CUX IIOP OCTAETCS
OTKPBITBIM BOITPOC, SIBJISIETCS JIK 3TO TIEPBUYHO-MHOXECTBEH-
HBIM WJIA METaCTATUIECKUM TTOPaKeHUEM.

KimHuvecky TposiBIisieTcsT MPOTPECCUBHBIM YBETMUEHU -
eM oObeMa TopakeHHOU yacTu Tena. becrokowTt rimy6okast
HapacTaIas 00Jib, MHOTIA B TeYeHMe HECKOJBbKUX HeIelb
niu MecsitieB. Koxka Haf OImyXoJibio MOXeT OBITh TUTIEPEMUPO-
BaHHO, OTEYHOM, C MOMYEPKHYTHIM BEHO3HBIM PHCYHKOM.
B 3zamymieHHBIX ciaydasix HaOJIoOmaeTcsl M3BSI3BIEHUE KOXU
Hax ornyxosbio (puc. 1). M3-3a 60ybIIoro oobeMa mopakeHus
MOTYT OBITh OTPAaHWYEHBI ABVKEHMSI B COOTBETCTBYIOIIEM CY-
cTaBe, BHITIOT B ITOJIOCTh cycTaBa. MIHOTIAa OTMeJatoTCs TIoTepst
Macchl Tea 1 Kaxekcust. B 5—10% Hab/oa1eHIi perucTpupy-
FOTCSI TTATOJIOTUYECKUe TiepesIoMbl. ECcTh maHHbIe, UTO y neTeit
B BO3pacTe 10 5 JIeT yalle BCTpevaeTcs: nuacbu3apHast TOKaI-
3a1us1, 3a00JIeBaHUe TTPOTEKAET arpecCUBHEE U XyKe OTBEYaeT
Ha IIPOBOAMMYIO XUuMuoTeparuio [13].

PeHTreHonornyeckasi KapTuHa rpu KJ1acCu4eckoi 0cTeo-
capKoMe MOXKeT BapbUpoBaTh B IMPOKUX Tpenenax. OObraHO
orpenesisieTcst 60JIbIIas OMyXoJib, pa3pyIIarolnas HaIKOCTHH -

APXUB INATOAOIMM, 5, 2015

Puc. 1. Krnaccnueckas ocreocapkoma naeqeBoi KOCTH € no-
pakeHneM MSArkMX TKaHe# nAeda U OOWMPHLIM SI3B€HHbIM
AechekTOM KOXM. Maabumk, 9 AeT.

1y U TOPaXEHHYIO KOCTh (JTUTMUYECKUIT KOMITOHEHT), TIIOXO
OTrpaHNYeHa, C MACCUBHBIM MSTKOTKAHHBIM KOMITOHEHTOM
(puc. 2). Yacto oOHapyxXuBaeTcsl TaK Ha3bIBaeMbIll 00JIAKO-
BUIHBIN maTtrepH (cloud-like) m3-3a HepaBHOMEpPHOI OCCH-
dukarum orryxonu. BoabIIMHCTBO oOrTyxosieli y neteit, BO3HU-
Kalonmx B MeTadu3apHOl 30HE, BOBIEKAIOT B MATOJIOTUYE-
CKUI TPOIIECC POCTOBYIO IJIACTUHKY, YTO YCIOXHSIET XUPYpP-
TMYECKYIO PE3eKIINIO W TTPUBOIUT K HAPYIIEHUIO CUHXPOHHO-
ro pocTa KOHeYHOCTH [9].

[Mpy MakpOCKOTIMYECKOM MCCIENOBAaHUU OCTeocapKoMa
00bI9HO 60Jice 5—10 cM B HaMOOJIbIIIEM U3MEPEHUH, C TTOpa-
>keHreM MeTadu3apHOTo OTIea KOCTH, pacTojiokeHa MHTpa-
MEIyJUIIPHO, CepoBaTo-0eJ0ro  I1BeTa, HEOJHOPOIHAS
(puc. 3). UnTeHCUBHO MUHEpAIM30BaHHBIE YYACTKU KOCTHOM
IJIOTHOCTH, 30HBI, CONEpXKalle TKaHb ¢ XOHApoauddepeH-
LIMPOBKOM, Ha pa3pe3e C XapaKTePHBIM OJIECKOM, XPSIIEBO
IJIOTHOCTH. MOTYT BCTpevaThCcsi MyLIMHO3HbIE OYark Mpu Ha-
JIMYUM MUKCOMITHOTO Matpukca. Yacto oOHApyKMBalOTCS
KPOBOUMBIUSHUSI, OYar HEKPO3a W KUCTO3HBbIE M3MEHEHUS.
[pu paspymieHnn OIMmyxoJibl0 HATKOCTHUIIBI MSTKOTKAHHBIN
KOMIIOHEHT Yallle TUI0X0 orpaHmnieH. [1pu BTopuyHOit ocTeo-
capkoMe HaOJIomaeTcsl aHaJOTUYHAST MaKpPOCKOITMYecKast
KapTUHA.

[lpy rucTONOTMYECKOM UCCIIENOBAaHUM KJIacCUuecKast
0CTeocapKoMa MMEET IOCTATOYHO OOJIBIIOI CIeKTp MOpdo-
JIoTMIecKux u3MeHeHuid. OIyXoyib pacTeT MO0 KOCTHOMO3TO-
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Puc. 2. Kaaccuueckasi 0CTeocapkoma AMCTaAbHOTO anndusa
1 meTachm3a 60AbIEOEPLIOBOI KOCTU. OnpeaeAsieTcs pa3py-
WeHNe HAAKOCTHHULbI, XOPOWO BUACH MSATKOTKAHHBIA KOMMO-
HEHT ONYyXOAN.

BBIM IIPOCTPAHCTBaM, 3aMmelias rmocieaHue (puc. 4). Okpyxa-
€T U pa3pyliaeT HOpMaJibHble KOCTHBIE TpabeKyibl. Heoruta-
CTUYECKUE KIETKU XapaKTePU3YIOTCSI OOBIYHO YMEPEHHO BBI-
PakeHHOU KJIeTOUHOI aTunueii u mieomopdusmom. Io pop-
M€ MOTYT OBITh SITUTEIMOUIHBIMA, TUIA3MOLIMTOUIHBIMU, Be-
PETEHOBUIHBIMU W/WJIM OKPYrJIbiMU. LluToriazma varie 30-
3uHO(UIbHAS, MOXET ObITH cBeTJIast. O0s13aTeIbHBIM TMCTO-
JIOTUIECKUM KPUTEPUEM JIJIST TTOCTAHOBKY TUArHO3a «KJIacCH-
yecKasi 0OCTeocapKoMa» SIBJISIETCS OOHAapy»KeHUe HeOoTUTIaCTH-
YeCKOI KOCTHOI TKaHM (IaTojoTnyeckuii ocreonn). [1pmuem
KOJIMYECTBO MAaTOJIOTUIECKOTO OCTeOnIa He MMeeT 3HaYeH N,
TaK KaK [ITMPOKO BapbUPYET B Pa3TMIHBIX MOJISIX 3peHus. JlaH-
HBII OCTEOU]I TPOMYLIUPYETCS HEOTUTACTUUYECKIUMU KIIETKaMK
U Tororpaduieck OOHApPYXKUBAETCS PSIIOM C HUMU U/WIN
OKpyXaeT ux. MoxeT 00pa3oBbIBaTh MOI00ME TPUMUTUBHOMK
ryoJaToil KOCTH C XaOTWYHOU MPOCTPAHCTBEHHOW OpHeHTa-
LMell «HeorulacTuyecknx» Tpadekya. HemuHepanusoBaHHbIe
JIETIO3UThI MATOJOTUYECKOTO OCTEOMa OKPALIUBAIOTCS 03M-
HOM, MMHEepaJu30BaHHbIe 0a30(puiabHbI. JJOCTOBEpHO OTIN-
YUTh HEMUHEPAJTN30BAHHBIN MMaTOJOTUIECKUIT KOCTHBIN Ma-
TPUKC (OCTEOW) OT APYrOro IKCTPAIEIUTIONSIPHOTO MaTpUKCa
(KoJyutareH) mocrtatoyHo Heripocto. [Ipu OosblIoM yBeauue-
HUU MUKpockorna (X400) uccnenysi KolareH, MOXXHO oOHa-
PYXuUTh GUOPUILISIPHOCTD, OCTEOUT 60JIee TOMOT€HHBI.
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Puc. 3. Knaccnueckas octeocapkoma NpOKCMMAAbHOM 4acTu
naeveBoii koctn. Ha pacnuae onpeaeasiercs yTpara Hop-
MaAbHOW CTPYKTYpbl B 0OAQCTM FOAOBKW U BepxHel TpeTu
Avacdum3za.

B cootBeTcTBUM cO crieliM(DUUYECKMMU THCTOJIOTMYECKU-
MU TNpU3HAKaMu, corjacHo kiaccupukanuu BO3 2013 .
[12], knaccuueckasi ocreocapkoma MoJpasiesisieTcsi Ha He-
CKOJIbKO TUCTOJIOTMYECKUX BAPUAHTOB:

1) ocTeobiacTuecKuii (BKJIOYAsi CKIEPO3UPYIOLIHIA);

2) XOHIPOOJIACTUYECKUIA;

3) ¢ubpobiacTUyeCKuii;

4) OoraTblii TMTaHTCKMMM KJIeTKaMM (ITMTaHTOKJIETOY-
HBIi1);

5) ocTeobacToMarog00HbII;

6) SIUTENTUONUIHBIN;

7) CBETJIOKJIETOUHBII;

8) XoHIpoOIACTOMATIONOOHBIIA.

OnHako, HECMOTPsI Ha BbIAEJeHUE TaHHBIX THCTOJOTMYe-
CKUX BapUaHTOB, HE BBISIBJICHO Pa3jIMyYMii B TEYEHUU U MPO-
rHose 3abosneBaHust [9]. B mpenenax omHol Oryxosu yaiie
BCEro 0OHapyKMBAIOTCS OCTEO0JIACTUYECKUI, XOHAPOOJACTU -
yecKuil 1 (pubpobdiiacTuyeckuii BapuaHThl. [ MCTONIOrMYECKUit
MOJITUII ONPENeISIeTCsI MCXOIsT U3 TIpeobiaialoliero naTrepHa
B ornyxojiu. OcTeo61aCTUYECKUIT BapUaHT BCTpeyaeTcst B 76—
80% caydaeB, xoHapobnactuueckuii — B 10—13%, ¢ubpo-
onactuyeckuii — B 10%.

IIpu ocTeobsacTUUYECKOM BapuaHTe MpeodsagaeT «Heo-
IJIaCTMYEeCKasl» KOCTb B BUJE IATOJOTMYECKOro OCTeoMnIa,
MPOAYLIMPYEMOTO KjeTKaMu onyxou (puc. 5). OoHapyxuBa-
JOTCSI YYaCTKU, HAIIOMUHAIOIIUE 110 CTPOSHUIO KOMITAKTHYIO
KOCTb (CKJIEPO3UPYIOLIMIA THIT).

APXUB INATOAOIMM, 5, 2015



Puc. 4. OnyxoAb pacTeT MO KOCTHOMO3rOBbIM NPOCTpPaH-
CTBam, 3amelllasi NOCAEAHME, OKpYXaeT U pa3pywaeT HOp-
MaAbHble KOCTHbIe TpabeKyAbl.

Okpacka reMaTOKCMJIIMHOM 1 303MHOM. %250,

Puc. 5. Kaaccnueckass octeocapkoma, oCTeodAacTU4ecKuit
BapuaHT. KAeTkM OnyxoAn KpynHble, NAeoMOpHOro BHAA.
Mexay HeonAacTMHECKUMU KAGTKAMU OMNpeAeAsieTCs FOMo-
reHHoe cAa60303uHO(UABHOE BewecTBO (MaToAOrMyecKuit
0CTeoMA).

OKkpacka reMaTOKCHJIIMHOM 1 303MHOM. %X250.

ITpu xoHAPOOIACTUUECKOM BapUaHTe MPeo0/1agaloT 30HbI
¢ XoHApoaudhepeHIMPOBKOIM B BUJIE HEOIJIACTUYECKOTO TH-
anuHoBoro xpsiia (high-grade) (puc. 6). MoryT ObITH MUKCO-
WIHBIC YIaCTKHU, Yallle TpU MopakeHUU vemtocTeil. Heorma-
CTUYECKUE KIETKM ¢ (PeHOTUTIOM XOHAPOIIUTOB, C BhIPAXKEH-
HOW KJIETOYHOW aTUIIMEN JIeXaT B JIAKyHAPHBIX MPOCTPaH-
CTBax XpsIIeBOTO TMATMHOBOTO MaTPUKCA UM pacIioararT-
Csl TIOOMHOYKE WJIM B BUAC TSDKE B MUKCOMIHOM MaTpUKCe.
Xpsi11ieBoii KOMIIOHEHT MOXET OBbITh IpeodIalaloliuM WIn
00HApYXUBATHCS B BUJE OTIEIbHBIX OYaroB.

IIpu pubpodIacTUUeCKOM BapMaHTe HEOIUIaCTUYECKHe
KJIETKM OOBIYHO BEpETEHOBUIHOM (hOPMBI, pexke UMEIOT BITH-
TeMOUAHBIN (peHOoTur. B GonbIIMHCTBe clydaeB BhIpaXkeHa
KJeToyHas atunus. KileTKu omyxoin acColMmMpoBaHbl C 3KC-
TpalEJUTIOJIIPHBIM KOJIJITATEHOM, BMECTE C KOTOPBIM 4acTo 00-
pasyloT cToprhOPMHBIN TTATTepH (paHee U3BECTHBIM KaK Ba-
pYaHT, HAIIOMUHAIOIIWI 3JI0Ka4eCTBEHHYIO (DMOPO3HYIO T'M-
cruoumToMy). Krnerku ¢ GuOpMUIIpHON 303MHOMUIBLHOM
LUTOIJIa3MOM, MuoduodpodiacTuueckoin nudepeHInPOB-
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Puc. 6. Knaccnueckas octeocapkoma, XOHAPOOAACTUHECKU
BapuaHT. lNpeobAasaromwas 4acTb MaTpUKca C XOHAPOMAHOW
AnepeHUMpoBKOi.

Okpacka reMaTOKCUJIMHOM U 303MHOM. %250,

Puc. 7. Kaaccuueckasi 0CTeocapkoma, SMMTEAUMOMAHDBIN Bapu-
aHT. NpeobAaAaloT KPynHble KAETKN OMYXOAU C SNMUTEAMOUA-
HoOI1 MopchoAOTHEl, BLICOKOW MUTOTUUECKON aKTUBHOCTDIO.

Okpacka reMaTOKCUJIMHOM U 903UHOM. %X250.

koit. OcTeoKIIacTONnoq0OHbIE MHOTOSIIEPHBIE KIIETKU He SIB-
JISIFOTCS. UCTUHHBIMU KJIETKAMU OTYXOJIM U MOTYT OBbITh OOHA-
PYXEHBI B PA3HBIX MOJISIX 3pEHUS B pa3HON KOHLEHTPAaLUU.

[1pu BapuaHTe, 60raTOM r’MraHTCKUMU KJIETKAMU, B TKa-
HU OITyXOJIM BBISIBJIIETCS OOJIbIIOE KOJTUYECTBO TMTAHTCKUX
MHOTOSIAEPHBIX OCTEOKJIACTOMOOOIHBIX KJIETOK, KOTOPBIE IO
CyTH JieJia He SIBJISIIOTCS HEOTUIACTUYECKUMU.

[1pu ocreobsacToManonoOHOM BapuaHTE HEOIUIacTUYe-
CKHUE KJIETKU OTYETJIUBO OKPYXKAIOT OCTEOU U HEOILIacTUYe-
CKYI0 KOCTHYIO TKaHb, HAIIOMUHAsI CTPOEHUE OCTEO0IaCTOMBIL.

[1pu snUTEIMOUTHOM BapraHTe OOHAPYKUBAKOTCS KPYII-
HbI€ MOJUTOHAIbHBIE HEOTUIACTUYECKHUE KJIETKU C SMUTETUO-
nuaHO# Mopdosorueit (puc. 7).

XoHApoO6IacTOMANONO0OHBII BapuUaHT HAMOMUHAET IO
TUCTOJIOTUYECKOMY CTPOEHUIO XOHIPOOIACTOMY, OJHAKO Xa-
PaKTepU3yeTCss UHBa3UBHBIM XapaKTepOM POCTa U KJIETOYHOI
aTUIUen.

BonbHbIE ¢ KIacCUYeCcKOl O0CTEOCapKOMON OOBIYHO TO-
JIy9aroT TIpefoTiepallioHHy0 XuMroTepanuio. CrenoBaTesb-
HO, BaXHOW 3aJayeil Ui Marojiora SIBJsSeTcs ajekBaTHasi
OLIEHKA MHAYLIMPOBAHHBIX MOCTTEPANEBTUUECKUX U3MEHEHU I
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OBb3OPbl AITEPATYPbI

Puc. 8. Kaaccnueckas ocreocapkoma pebdpa, ocreodAacTu-
4eCKMi BapuaHT, NocAe OAOKa npeAonepaunMoHHON XMMHO-
Tepanuu. MHAYUMPOBaHHbLIA NOCTTepaneBTMYECKUii NaTto-
mopco3 2-ii cTeneHn: Ha (poHe BbIpaXKeHHbIX CKAEpPOTUYe-
CKMX U3MeHeHWii onpeaeasieTcsi 6oaee 50% BUTaAbHOI ony-
XOAM.

Okpacka reMaTOKCWJIIMHOM U 303MHOM. X 150.

B TKaHU OITYXOJIH, TaK KaK 3TO OIMH 13 3HAYMMBIX IPOTHOCTHU -
YecKMX (haKTOPOB, OTNPEEIISTIONINX OOIIYI0 1 Ge3pSITUIUBHYIO
BBDKMBAeMOCTh (puc. 8). XopolM OTBETOM SIBJIsieTCsl OOHa-
pyxeHue meHee 10% X1BOIi OMyX0JIU OT e¢ 00IIEero 0ObeMa.

[Ipy UMMYHOTMCTOXMMUYECKOM HWCCIeTOBAHUU OCTEO-
CapKOM He BBISIBJIEHO CITelIM(UISCKUX MapKepOB, TIO3BOJISTIO-
IIMX JOCTOBEPHO IMPOBOAUTH IUMDEepeHIIMaTbHYIO TUarHO-
CTUKY C APYTMMH HEOIIACTMYECKMMU KOCTHBIMM TIOPasKEeHMU -
MU, MokeT HabJTIOMaThCsT 9KCITPECCHUST TAKUX MapKepoB, Kak
S-100 Protein, Osteocalcin, Osteonectin, SMA, NSE n CD99.
CrnemyeT TOMHUTD, YTO B PSijie CTydaeB BCTPEYAeTCs] PeaKIvst
¢ sanutenanbHbiMu Mapkepamu (panCK AE1/AE3 u EMA),
YTO MOKET TIPUBOAUTH K TUarHOCTUIECKUM OIITNOKAM.

[1pu 21eKTPOHHOI MUKPOCKOITMY KJIETKHU OITyXOJIM MMe-
10T TIPU3HAKY ME3eHXMMAaJIbHBIX KJIETOK C BBIPAXKEHHOM CEThIO
SHIIOIJIA3MAaTUYECKOT0 PEeTUKyayMa. Sapo MOXeT pacrosa-
raThCsT IKCIIEHTPUIHO, XOPOIIIO Pa3TUIMM arapat [ojbmku.
MaTpuKC COIepXHUT KOJUTareHOBbIe (MOPUIUIBI, B KOTOPBIX
O0OHAPYXWBAIOTCS JETIO3UTHI KPUCTAIIOB TMIPOKCHATIATUTA.
[MocnenHuii mpu3HaK MOXeET OBbITh MOJIE3HBIM B OuddepeH-
LIMAJTLHOM TMarHOCTHKe ¢ capkomoii KOwHra, mMeractatuyde-
CKOW KapLIMHOMOI, MeJIaHOMOM U JTUM(MOMOIA.

BOBIIMHCTBO KJTACCUYIECKUX OCTEOCAPKOM MMEeT KOM-
ieKcHbIe (3 1 60s1ee) XPOMOCOMHBIE a0eppaliiu KaK KoJuye-
CTBEHHBIE, TaK U CTPYKTYpHBbIe. MoIaIbHOE YMCIIO XPOMOCOM
(oOlee KOIMYECTBO XPOMOCOM) TATOJOTMYECKOTO KJIOHA
oueHb BapuabebHo. YacTo MOXXHO 0OHAPYKHUTH COCYIIIECTBO-
BaHME MHOXECTBA KaK POJICTBEHHBIX, TAK U HEPOICTBEHHBIX
KJIOHOB. MI3MEHYMBOCTh XpPOMOCOMHBIX abeppalinii OT KIETKHI
K KJIETKE OTpaXkaeT TeM CaMbIM BBICOKWI YPOBEHb T'eHeTUIe-
CKOIf HeCTaOMIILHOCTU 1 TETePOTEHHOCTH JAHHOTO THUTIA OITY-
xomi. B cBA3M ¢ 2TMM KpaiiHe 3aTpyIHUTETBHO TOJYYUTH
TIOJTHBIN KapUOTUIT OTTYXOJIH, UCTIOJIb3YsI TOJIBKO METOJ] CTaH-
NMApPTHOTO KapWOTUTIMPOBaHUsST (MeTon muddepeHITnaIbHON
OKpacKu XpOMOCOM).

B Hacrosiiiee BpeMs 1151 M3y9eHUSI TEHETUIECKOTO TTPO-
it ocTeocapKoM MCITONIB3YIOT HOBBIE METOIIBI: CPABHUTEIb-
Hoii reHoMHO# rubpuausanuu (CGH — comparative genomic
hybridization), cekBeHUpOBaHUS (B YACTHOCTH, IS ONpere-
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Puc. 9. MeTtacra3 kAaccUU4ecKoi OCTE€0CapKOMbI B A€TKOM.

Okpacka reMaTOKCUJIMHOM 1 303MHOM. X70.

JIEHUSI OTHOHYKJICOTUIHOTO nosiuMopgusma — SNP — single
nucleotide polymorphism), onpeneseHus MOTEPU TETEPO3U-
rotHocT (LOH — loss of heterozygosity).

[loBTopsromuecss aMITIMOUKAIMM W YBEIWYCHUST KO-
nuitHoCTH omnpeneeHHbIX yyacTkoB JIHK Obutu BBISBICHBI
Ha HECKOJIbKMX OIIpelleIeHHBIX pernoHax xpomocoMm: 1p36,
1q21-22, 6p12-21, 8q21-24, 12q11-14, 17p11-13, 19q12-13.
Pexxe BcTpevaroTcst MOTepy reHeTUYeCKOro MaTepraia permo-
HoB 3q13, 8p21, 9p13, 13q14 [14].

YacTast meenysi Wi IoTepsi FeTepO3UrOTHOCTH yIacTKa
3ql3 aBnsieTcs cneumduyHO abeppaliueid 11s 0CTe0CapkoM
(B HACTOSIIIIMIA MOMEHT OIKMCaHa TaKXe TOJbKO MPU paKe sud-
HUKa). B TaHHOM perroHe KapTUpOBaH reH — OHKOCYIIPECCOp
LSAMP (gene limbic system-associated membrane protein),
PEryaupyIoInil npoaudepaluio KIeToK U MPeanoaoXuTe b-
HO UTPAIOIIMil BEAYIIYIO POJIb B TATOT€HE3¢ Pa3BUTHSI OITYyX0-
. MeeTcs TeHAeHUMS K accouuanuu aeaeuuu 3ql2 ¢ npo-
rpeccueit u rmioXuM MporHo3om 3adosesaHus [15].

BonbimHcTBO HanboJiee IMMPOKO OMMCAHHBIX M 9acTO
BCTpeYarouIuxcs aMIinbuKaluii Wiv yBeJUu4eHU I yncia Ko-
MUl TEHOB TPHM OCTEOCapKOME acCOIMUPOBAHO C Hebjaro-
MPUSATHBIM IIPOTHO30M U IIPOTrpeccreii 3a001eBaHMs. AMIUIM-
GUKanus W yBEIWYEHHE KOMMMHOCTU permoHa 6pl2-21
Bcrpevaercs B 40—50% ciydaeB JaHHOTO BapraHTa OITYXOJIU.
INoTeHIMaTBLHBIM TAPTeTHBIM TEHOM JTAHHOTO PeruoHa sIBJIsI-
ercst reH RUNX2, yyacTByouii B inddepeHLIMpoBKe OCTEO-
07actoB. Beicokuit ypoBeHb akcnipeccun RUNXT Takke acco-
LIMMPOBAH C TJIOXUM OTBETOM Ha Tepanuio [12].

AMIUTMbUKAIM W YBeJIMYeHUE YKClia KOIMMIl perioHa
8q21-24 ¢ kapTupoBaHHBIM Ha HeM reHoM M YC HabonaeTcst
B 45—55%. Onnako runepakcrpeccuss MYC HabmonaeTcs B
15% ciyqaes [12, 14].

Ammugukanus reHa CDK4 (cyclin-dependent kinase 4
gene), JIOKaJanM30BaHHOTro B peruoHe 12ql3-14, BcTpeuaercs: B
10% cayuaes. [eneuus reHa CDKNZ2A (cyclin-dependent
kinase inhibitor 2A) Ha y4actke 9p21 BoIsiBIIsIeTCst B 15% coty-
YyaeB MPY KIACCUYECKUX OCTEOCapKOMax.

Jenenyst W IOTepsi TeTePO3UTOTHOCTU T€HOB-OHKOCY-
npeccopoB RBI (retinoblastoma 1) (pernon 13ql13) u TP53
(tumor protein p53) (perrmoH17p), KOHCTUTYLIMOHAJIbHAs
MHAKTUBALIUSI KOTOPBIX aCCOLIMUPOBAaHA C BPOXKICHHOM peTH-
HoOGIacToMoit 1 cuHapoMoM JIu-dpaymeHn, COOTBETCTBEHHO
BcTpevaercs Takke B 35—40% ciydaeB criopagnyecKux Kiac-
CUYECKHUX ocTeocapkoM [12, 14].
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