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B 1aHHOM 0630p€ TIPUBE/IEHbI JAHHBIC MO AMHICMIOIOTHH, OCOOEHHOCTAX KIU-
HUYECKOTO MPOSBICHHS ¥ COBPEMEHHbIE OJXO/bI K IEYCHUIO ICTCKUX» OIMYXOJIEH,
TAKUX KAK Me/IYI00MACTOMA, OCTEOTeHHAs CApKOMa U capkoma FOuHra, KoTopbie
BCTPEYAIOTCS Y MOJIOABIX B3POCIBIX.
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This article focuses on the epidemiology, clinical presentation and modern
approaches to treatment «pediatric> tumors such as medulloblastoma, osteogenic
sarcoma and Ewing’s sarcoma which can occur in young adults.
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Ewing’s sarcoma.

I0TCA UHAUBUAYYMBL B BO3pacTe OT 15 10 29 JeT) UMEI0T CBOEOOPa3HbIH
CIIEKTP OHKOJIOI'MYECKON 3200/1€BAE€MOCTH, OTJIMYHBIH KaK OT IIOJPOCTKO-
BOI'0 TaK U OT B3POCIIOIO.

ITo pannbiM SEER (IIporpamma HanuoHansHOro MHCTATYTA paka B CIIA o
Ha0/II0/JeHUIO, AMUIEMUOIOTUU U KOHEUHBIM PE3Y/IbTaTaM), B 3TOH BO3PaCTHOMN
IPYIIIE IEPBOE MECTO 10 YACTOTE 3aHMMAIOT IUMPOMBI (601€3Hb XOIKKIHA —
12%, HEXOIKKMHCKHE TMM(POMBI — 7%), Aajee ciaepyer MeaanoMa (11%), onyxonu
an4ek — 11%, onyxomu KeHCKOH MoM0BoH cepsl — 10%, pak IMUTOBUIHON Keje-
3bI — 10%, CAPKOMBI MATKUX TKAHEMN — 8%, OIYXOJIH LIEHTPAIbHON HEPBHOH CUCTE-
MBI 6%, JTEHKO3bI — 6%, PaK MOJIOYHON JKee3bl — 5%, mpoure paki — 6%, OmyXou
KOCTEH — 4%, 3KCTATOHAJHbIE TEPMUHOI'CHHBIE OITYXOMH — 2% U 11pouue — 2% [1].
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ITo JaHHBIM POCCUUCKOU CTATUCTUKH, 320607€-
BAEMOCTb Pa3TUYHBIMU BUJAMU 3J0KAYECTBECHHBIX
OIIYXOJIEH IOAPOCTKOB U MOJIOABIX B3POCABIX (15-29
JIeT) BBIIJISIUT CAEAYIOMUM 00pa3oM: TUMQOMBI —
22% (mum¢poma XOmKKHHA 15%, HEXONKKUHCKUE
TUM(POMBI 7%), ONYXOIH KEHCKOM MOTOBOM Ce-
pol - 20% (omyxoau AUYHHUKOB - 9%, paK MWENKU
MaTku - 11%), onyxonu audyex — 12%, JI€AKO3BI -
9%, paKk WUTOBOUJHOU Keae3bl — 8%, ONYXOIU LEH-
TPaJbHON HEPBHOM CHCTEMBI — 8%, ONYXOJIU KOC-
TEN — 5%, MENAHOMBI — 4%, CADKOMBI MATKUX TKAHEH —
4%, Ipo4Yue paku — 2%, IpOoYue ONyXonu — 2% [2].

Pap onyxosei, CYUTAIOMUXCA XAPAKTEPHBIMUA JJIA
JETCKOTO BO3PACT4, BCTPEYAETCA U Y MOTOJBIX B3POC-
JIBIX, U1 KOTOPBIX, BBU/JY PEAKOCTH 3THX OIYXOJEH,
HE Pa3pabOTaHBl CIEIMANbHBIE IIPOTPAMMEI JICUCHHUS.
B MHPOBOH NPAKTHKE XOPOLIO 3aPEKOMEH/I0BANA CEOA
TaKTHKA TPAHCIOMAIMHU IE€TCKUX» IPOTOKOJIOB JICYCHUA
HA MOJIO/IBIX B3POC/IBIX, 3200JICBIINX TUIIMYHO «JETCKHU-
MI> ONTYXOJAMU. OfHAKO HCCIIEOBAHNSA, IPOBOJVIMBIC B
3TOH BO3PACTHON KATETOPHUH, CBUJECTENBCTBYIOT O TOM,
YTO «JETCKUE» ONYXOJIH, PETUCTPUPYEMBIE Y B3POCIIBIX, B
pszie CIIydaeB MOTYT UMETb HHbIE OHOIOTYECKUE YEPTHI
U KIMHUYECKHE IPU3HAKH. DTO OTPAKAETCA Ha IPOTHO3€E
TAKHX OIyXOJIEN Y B3pOCIBIX. KpOME TOT0, U3BECTHO, UTO
B3POCJIBIE HHAYE OTBEYAIOT HA JICUCHHUE: Y HUX YaIle, XOTA
U He BCEIJIA, PA3BUBAIOTCS O0JIee TSHKEIbIE OCIOKHEHUS.

MBI IPEATIONaraeM OCTAHOBUTBCS TOJBKO Ha HECKOMb-
KUX «JCTCKUX» OIYXOJIAX, BCTPEYAIOMMXCA Y MOJIOABIX
B3POCJIBIX, KOTOPBIE, HA HAII B3IJLAM, YAIIE BCETO BBI3BI-
BAIOT BOIIPOCH Y B3POCIIBIX OHKOJIOTOB.

Memyioonacroma (MB) — aMOpHOHAIBHAS OITYXOJTh
MO3KEUKa, CaMas YaCTad 3/10KA4eCTBEHHAA OIYXOJIb JIET-
CKOI'0 BO3PACTa, cocTapaoman 15-30% Bcex omyxonen
IHC y gereit. Oxono 70% caydaeB Mb perucrpupyrorcs
y AeTent 10 15 jeT ¢ NTUKOM 3206071€BAEMOCTH B BO3PACTE
3-6 ner [3].

Y B3pocibix Mb BCTpedaeTcst SHAUUTEIBHO PEKe, CO-
CTaBAA IpUMeEPHO 3% Bcex onyxoner IIHC y B3poCibIX.
ITo maHHBIM pakoBoro perucrpa CIIA ormeuaercs, 9410
yacrora Mb cocrasiser 1,5 ciydas Ha MAUUIMOH Hace-
Jenud, npudeM yacrora Mb y gerent B 10 pa3 vaime, yem
y B3pocibix (6,0 vs 0,6 ciyuaeB Ha MIUTHOH). Y ieTert
COOTHOIIEHHUE N0 1oy coctasmster 1:1,58 ¢ mpeobaama-
HHUEM MaJIBYMKOB, Y B3POCIBIX HE OTMEYAETCA MOMOBBIX
pasnuyuii B 3a6osesaemoctu Mb [4]. CormacHo rucro-
Jorudeckoit knaccupuxanun 2007 1. [5], paznudaercs
5 rucronoarunos Mb: knaccuyeckas (80% Bcex Mb y
perer, 30-40% y B3pOCbIX), gecmoruiacruaeckas (15%
y merett, 30-40% y B3pOCIBIX), aHatacTudeckas (10%y
gerert, 20% y B3pOCIBIX), KPYIIHOKIETOYHAA (2% Y AeTeH,
4% y B3pOCIbIX) U Mb € 9KCTEHCUBHOHW HOAYIAPHOCTBIO
(3%). Jecmorutacruyeckue U Mb ¢ 3KCTEHCMBHOM HOAY-
JIPHOCTBIO OTINYAIOTCA HAWITYIIIUM IIPOTHO30M Y A€TEH
MJI4fIIIE 5 JIET, TOIJA KaK aHAIIACTUYECKHE U KPYITHO-
KJICTOYHBIE OIYXOJIU CBA3AHBI C XY/JIIUM IPOTHO30M B
Jo60M Bo3pacre [0].
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Y merert Mb pacrnonararorcs NpeUuMyLeCTBEHHO 110
LEHTPAIbHON INHUH, A Y B3POCIBIX OTMEYEHA TEHACHLIUA
K 60J1€€ 1aT€PaTbHOMY PACHIONOKEHUIO [7].

Knunnyeckas kapruna Mb onpezensgercs 10KaIu3a-
YIEH OIyXOJHU B 33/{HEI YEPEITHOM AMKE: TUAPON eI
13-32 KOMIIPECCUH 4-TO JKENYNL0YKA K COOTBETCTBYIOIMM
HOBBIIIEHUEM BHYTPUYEPENHOIO AasneHud. Camble 4a-
CTbI€ CUMIITOMBI — I'OJIOBOKPYKEHHE, PBOTA, TOJOBHAAL
00J1b, IPU3HAKU ATAKCHH.

BoJibHBIE € EHTPATBHON JIOKAIU3ALUEN YACTO NME-
10T HUCTArM, AUIUIONHNIO, CHIKEHUE CIyXa (BILUIOTH JI0
€TI0 II0TEPH), TAPE3 JIULEBOIO HEPBA, YTO CBA3AHO C €10
HUHTPAKPAHUAIBHON KOMIIPECCUE.

OCHOBHBIM METO/IOM JUATHOCTUKY siBjsieTcss MPT 6e3
KOHTPACTHOI'O YCHJIEHUA U C IPUMEHEHUEM TAKOBOIO.
Tunmunon aia Mb kaprunoi Ha MPT aBiaeTcs Hamnuue
OIIyXOJIEBOW MACCHI B 32JHEN YEPEIHOM AMKE, KOTOPOE
YaIIe BCETO BBINIUT KaK U30- WM THIIOAEHCHOE Ha T1
B3BEIICHHBIX U300paKkeHUIX. Ha T2-B3BENUIEHHBIX HU30-
OpaKEHMAX CUTHAJ BAPBUPYETCA OT THIIO- /IO TUIIEP/ICHC-
Horo. CreneHsp 3axBaTa KOHTPACTA MOKET OBITh Pa3HBIM
10 CTENIEHU U IIOIA/IH.

KiroueBsIM MOMEHTOM /YIS OIIPE/ieIEHUS JIe4e0HOM
TAKTHKU IIPH CTPATU(PUKALUY TAIUEHTOB 110 IPyIIIaM
PHCKa SABIIETCS KOPPEKTHOE CTafupPOBAaHUE 3200J€Ba-
Hu. [l ieTer B 60JbIIEH CTETIEHH, €M T B3POCIIBIX,
XaPAKTEPHbI AUCCEMUHALIMA IIPOLECCA B BUJIE JIENITO-
MEHHMHI€ILHOI'O PACIPOCTPAHEHUA U HAJTUYHUE OIIYXO-
JIEBBIX KIETOK B IUKBOPE (13% vs 8%) [8, 9]. Meracrassl
YaIIe BCEro ONPEEIAIOTCS B TKAHU MO3KEUKA, OOIBIINX
HOJIYMAPUAX U CIIMHHOM MO3re. Ype3Bbl4ariHO PESKO
BBIABJIAIOTCA IKCTPAKPAHUAIBHBIE METACTA3bl, CAMOU
4aCTOM JIOKAIU3ALMEN KOTOPHIX ABIAI0TCA KOcTH (80%
OT BCEX METACTATUYECKUX NOPAKEHUN) KAK Y JAETEH,
TAK U Y B3POCIBIX, PEXE — B JIETKUX (Y B3POC/IBIX) U B
neuyeny (y gerert). Bpems noABIeHUA METACTA30B I1OCIE
JUArHOCTUKH IIEPBUYHOM OIyXOJIH KOPOYE Y JETEH, UM
y B3pocibix (20 mec. vs 36 mec.) [10].

CragupoBanue Mb poBOJUTCA COITIACHO CUCTEME
craguposanua Chang [11], ;14 9€ro 4pe3BBIYANHO
BaKHO BBIIONMHUTE MPT roI0BHOTO M CIIMHHOTO MO3ra
C KOHTPACTHBIM YCHJIEHUEM KAK JO OIEPALMH, TAK U
Cpasy nocie Hee (He no3gHee 48 4acoB) ¥ UCCIEN0BATh
LIUTOJIOTHIO JIMKBOPA IOCJIE ONIEPATUBHOIO BMEIIATEb-
crBa. B 3aBucumocru ot M-craguu o Chang 60npHbIE
CTPATU(UIUPYIOTCA B PA3HBIE IPYIIIBI PUCKA: B TPYILITY
CPEIHEr0 PUCKA BKIIOYAIOTCA MAIUEHTH 0€3 MeTacTa-
30B U OCTaTOYHOH omyxonu Ha MPT nmocse onepanuu
¢ 61aTONPUATHON TUCTOJNOTUEN. B rpynmy BEICOKOTO
PHCKA BXOJAT ITAIUEHTHI IMOO C OCTATOYHOH OIYXOJIBI0
(pasmep > 1,5 cM?), U/UIH C HATUYHUEM METACTA30B
(cragus M+) u/unu ¢ HeGIArOMPUATHON IUCTONIOTHEH
(KpyIHOKIETOYHAA WK aHatuIacTudeckas Mb). Hammuue
METACTa30B YXyAIIAeT IIPOTHO3 € PA3HUIECH B IH(Ppax
GecIporpecCUBHON BBIKUBAEMOCTH: 110 JaHHBIM Brandes
[12], 5-neTHAS OGECIpPOrpecCUBHAs BBUKHBAEMOCTD CO-
crasyser 61% vs 78% 1A MAIMEHTOB 6€3 METACTA30B 1 C
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UX HAIUYUEM COOTBETCTBEHHO. I10/100HBIE PE3YIBTATHI
JIeYeHHA OIIMCAHBI MHOI'MMU aBTopamu [13, 14].

B mocnegHue rogsl HAMO60JIee BAXKHBIM COOBITHEM B
usydeHuu Mb SBUTOCh OTKPBITUE CIIEKTPA MEAYIO0MA-
CTOM C BBbIIEJIEHMEM MOJIEKYIAPHBIX IIOAIPYIIL C Pa3-
JUYHBIMU IIUTOT€HETUYECKUMU XaPAKTEPUCTUKAMY, C
PA3MMYHON TEHHOH SKCIPECCUEH U HUIMYHUEM CIIEIU(U-
YECKUX MYTAIHH, 2 TAKKE C PA3TUYHBIMU JJeMorpadude-
CKMMH, TUCTOJOTMYECKUMH XAPAKTEPUCTUKAMU, PE3KO
OTINYAIOIUXCA JPYT OT JPYyra IPOTHO30M.

OTH UCCIEA0BAHNA IIO3BOJIWIN Pa3eanTs Bce Mb Ha
4 noArpymsL. JIydiie BCEro 04epueHsbl IBE U3 HUX — IPYII-
nia WNT u rpynma SHH. /IBe Apyrue XapakTepusyloTca Kak
He WNT/SHH u HazpiBarorcs rpynmna 3 u rpynmna 4 [15].

Ipynma WNT (B 90% ciry9aeB BBIABIACTCA MyTallud
CTNNB1) - Tun Oonyxonu, BCTPEYAIOMMNACH PEXE BCE-
ro: OH cocrasusger npumepuo 10% scex Mb B3pOCIbIX
HNALUEHTOB. DTOT THII YA€ BCEI'O PETUCTPUPYETCH Y
JETel CTapuie 3-X JIeT ¥ XapaKTEPU3YeTC KIACCHYECKON
TUCTOJIOTHEN, PEAKAM METACTA3UPOBAHUEM U XOPOLIUM
IIPOrHO30M — 5-JI€THAA BEDKUBAEMOCTD Y JETEN COCTAB-
et Gonee 95% 1 80% y B3pocabix [16].

Ipynma SHH cocrasiaer 30% cpeny BCEX TALUEHTOB ¢
MB. Yaiiie Bcero BCrpedaercs y B3pocinix (60%) u y mereit
MJIAJIIIETO BO3PACTA, Y IETEN CTApIIE 3-X JIET 3a00/IeBae-
MOCTb pe3Ko maziaer [16]. IIporHo3 IpOMeKyTOUHBIH IS
00euX BO3PACTHBIX I'PYIIIL: 5-IETHS BBLKUBAEMOCTb COCTAB-
Jser okono 70%. Ciydan MeTacTasupoBaHUsA JOCTATOYHO
peaKy. B 3101 rpyime mpeicTaBIeHbl BCe TMCTOIOINYECKHAE
noATUIIbl MB, HO IECMOIUTACTHYECKUH THII M TUII C SKCTEH-
CHBHOH HOJY/IPHOCTBIO BCTPEUAIOTCA KPATHE PEMIKO.

[Manuents! rpynist 3 (25 % or Bcex Mb) umeror Hau-
Xy/IUHI IPOTHO3 C 5-J€THEH BBLKMBAEMOCTDIO, HE IIpe-
Boimaromen 50% [17]. Y B3pOC/IBIX 3TOT THII BCTPEYAeTCA
He 0oJiee yeM B 2% CIIy4aeB, OCTAIbHOE IPUXOIUTCS Ha
JOJIIO JleTeH, IPEUMYIIECTBEHHO MAIbYUKOB (2:1). [lan-
HOMY THUITy CBOYICTBEHHO OBICTPOE METACTa3UPOBAHUE,
YTO PETUCTPUPYETCA B 45% CIIydaes.

Ipynna 4 apnsercs Hanbonpmel cpepu scex MB,
cocrasiAad 35% Bcex caydaes [17]. V B3pOCIbIX 3TOT TUIL
BCTpevaerca B 20-25%, y gerert — B 35%, HO y HUX IIPO-
I'HO3 JIy4llle, YEM Y B3POC/IBIX. B 3TOH IpyIie pesko Bbl-
PaKEHO IPE0OIATAHNE MYKCKOI'O 110712 C COOTHOIIEHUEM
1:3. B cpesHeM BBLIKMBAEMOCTb COCTABIAET IIPUMEPHO
75%. Meracrassl peructpupyrorca B 35-40% ciydaes.
[TouTH BCE CIy4au 3TOU I'PYIIIBI UMEIOT KIACCHUECKYIO
WIN KPYITHO-KJIETOYHYIO I'MCTONOTHIO.

[TanuenTam ¢ Mb Ha3HayaeTca MyJIbTUMOJAIbHOE
JIEYCHHUE, BKIIOYAIOIEE B Ce0S ONIEPATUBHOE BMEIIATE/Ib-
CTBO, XUMHO- U JIy4EBYIO TEPAIHIO.

ITepBbIM 3TAanIOM JIedeHysa Mb sABseTCss MaKCHUMaIbHO
IOIYCTUMOE Y/IAJIEHUE OILIYXOJIH C CYOTOTAIBHBIM WU TO-
TAJIbHBIM YPOBHEM PE3EKLIHUHU, YTO KParHE BAKHO C IIPO-
THOCTHYECKON TOukH 3peHus [18]. Ilpu ruppouedanrun
IIEPBBIM XUPYPIUYECKUM 3TAIIOM MOXKET ObITh BEHTPHKY-
JIOCTOMMSA WIH YCTAHOBKA BEHTPUKY/IO-IIEPUTOHEATBHOIO
mynra [19].
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[ TOCTIDKEHUS JIIIIUX YPOBHEH BBLKUBAEMOCTH Y
HAIIEHTOB CTAHJAAPTHOIO U BBICOKOI'O PUCKOB HEOOXO-
JHMMO IIPOBEICHHE a/[bIOBAHTHOIO JIEYEHHUH, T.K. CAMO I10
cebe xupyprudeckoe sedeHue Mb conpsukeHO € BBICOKOI
4aCcToTON penuausos [20, 21].

IIpu nyuesott Tepanuu (JIT) B JaHHOM CiIydae K1ac-
CUYECKUM IOJAXO/J0OM ABIAETCA NPOBELEHUE KPAHUO-
cniuHanbHOTO 06aydeHusn (KCO) B go3e 24-36 Ip (B
3aBHCHMOCTH OT I'PYIIIBI PHCKA) C OYCTOM HA JIOXKE yia-
JIEHHOH OIIyXOJIM WU HA BCIO 33/{HE-YEPETIHYIO AMKY /10
54-55 I'p, IPOBOAUMOH Ha (DOHE EKEHEAETBHOTO BBE/IC-
HUSA BUHKPUCTHHA.

CerojHsa yKe HU Y KOI'O BbI3BIBAET COMHEHHH, YTO
nob6asnenue noauxumuorepanuu (IIXT) yayduraer npo-
THO3 VI TALUEHTOB CPEJHETO U BBICOKOI'O PUCKOB KAK Y
JETEN, TAK U Y B3POC/IBIX IIALIMEHTOB [22; 23].

Pexxumbl nposegenus IIXT (B HE0abIOBAHTHOM
pexume, 1o nposeieHus JIT, 1160 B aIbIOBAHTHOM —
nocie KCO) pasuarcd B 3aBUCUMOCTH OT M crajguu 3a-
0oseBaHus. B HEOA/[bBAHTHOM PEKUME UCIIONB3YIOTCH
IpEnaparsl KapOOIUIATHH, HUKI0(POChaH, METOTPEKCAT,
BUHKPHUCTHUH, 3T0n03uz. [Ipn nposeaenun IIXT nocie
KCO nposoaarcs nukisl [IXT ¢ HCIONb30BAHNEM JIOMY-
CTHHA, BAHKPUCTUHA U IIUCIVIATHHA.

Jetu nepenocar [IXT sydie, 9eM B3pOCIbIE: Y HOCTEN-
HUX YA€ PA3BUBAETCA IEMATONOINYECKAs TOKCUYHOCTD
3-4 cremneny, yTo TpeOyeT CHIKEHUS 103 U IIPOJIOHIU-
POBAaHUA XUMHOTEPAIINH [24, 25].

Psaj 1€TCKUX OHKOJIOTMYECKUX KIMHUK PO ygacTByer
B eBponerickoM uccneposannu HIT-MED-2014 no neye-
HUIO HMOPHOHATBHBIX ONTYXOJIEH IIEHTPAIBHON HEPBHOM
CUCTEMBI (BKIIOYASA MEAYIOOIACTOMY, SNEHIUMOMY,
NHMHEOOIACTOMY U IIPIMUTHBHO-HEHPOIKTO/IEPMAIBHYIO
omyxojb IIHC) y sereit u nogpocTKoB B Bo3pacre oT 0
1o 21 ropa.

Onyxonu kocten

CaMBIMH YACTBIMH 3J0KAYECTBEHHBIMU OIYXOJIAMU
KOCTEH y ileTedl ¥ IOAPOCTKOB ABIAIOTCA OCTEOTEHHAA
capkoma u capkoma FOuHra, KOTOpBIE COCTABIAIOT 56%
1 34% BCEX 3I0KAYECTBEHHBIX OMYXOJEN KOCTEN COOT-
BETCTBEHHO [20, 27].

KoHe4Has 1e/b Je4eHnus KOCTHBIX CAPKOM — H3Jle-
4eHHE GOIBHOIO OT IIEPBUYHOH OIyXOJIU U METACTa30B
C MAKCUMQJIbHO BO3MOXKHBIM COXPaHEHHEM (DYHKLIUO-
HAJIBHOCTH OOJIBHON KOHEYHOCTH U MUHHMMAJIbHBIMU
OTJAJIEHHBIMH OCIEACTBUAMU JiedeHus. JJUarHoCTuKa 1
JIEYEHHE KOCTHBIX CAPKOM TPEOYET TECHOT'O MYJIBTU/IHIC-
UUIUIMHAPHOI'O B3AUMOJENCTBHIA OHKOJIOTOB, OPTOIIENOB,
CIIENUATHUCTOB IO BU3YATU3AHMU U TATOMOP(OIOTOB.

JleueHue HauuHAETCA ¢ UHAYKIMOHHOM [TXT, 32 KOTO-
PO ClIeayeT 3Tal JIOKAIbHOI'O JI€YEHHSA: IIPH OTCYTCTBUH
IPOTUBOINOKA3AHUN — PAJUKATIbHAA XUPYPTUYECKas
olepanys Ha NEPBUYHON ONYXOIH M METACTA3aX, €CIH
OHH €CTb, fanee anpioBanTHas XT. [l capkomsl FOuHra
HMEETCs €llle OJHA ONIMA JOKAIBHOTO JIEYEHU B BUJE
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JqydeBor Tepanuu. COBpEMEHHBIE BO3MOKHOCTH pe-
KOHCTPYKTHBHBIX OIIE€PALIUI PACIIMPWIN OKA3AHUA K
OPTaHOCOXPAHAIOMEMY JICYCHHIO, B T.4. U /I AIUEHTOB
C HECO3PEBIIUM CKEJIETOM, T.€. IETEH 1 IMOPOCTKOB.

Ocreorennas capkoma (OC) — 310 arpeccuBHas
OIIyXOJIb ME3CHXUMAIBHOTO IPOUCXOKICHHSA, TIPOJIH-
(bepupyronye KIETKH KOTOPOI IPOAYIIUPYIOT OCTEOUS
WJIN HE3Peaylo KOCTHYIO TKaHb. OC - camas yacras
3JI0KQ4ECTBEHHAA OIYXOJIb KOCTEH y IETEN € 4YaCTOTON
4-5 crygaes Ha MIWUIMOH HaCeNeHuA B Bo3pacre ot 0 10
19 net ¢ mpeobaagaHueM U] MyAKCKOro nona. OC umeeTt
OUMOJIAIBHOE BO3PACTHOE PACIIPE/IEICHNE: IEPBBII ITHK
320071€BA€MOCTH HAOMIOAETCSA BO BTOPO¥ JIEKA/IE JKU3HU,
a BTOPOI1 — B Bo3pacre crapiue 65 jer [28, 29, 30].

Yame Bcero OC nmopakaer MeTa(pu3bl JJIMHHBIX TPYO-
YATBIX KOCTEH, CAMON YACTON JIOKATU3ALKUEN OIyXOIU
ABJIAETCA 00MACTb KOJEHHOTO CYCTaBa € MOPAKEHUEM
JUCTATBHOTO MeTa(hu3a 6eAPEHHON KOCTU B 42% H IIPOK-
CHUMAJIBHOTO MeTa(u3a 60mbpmedepoBo KocTy B 18%
Bcex caydaes OC. [lneueBad KocTb mopaxaerca B 10% ciry-
4aeB, KOCTU 4epena pexe (IIPEUMyImeCTBEHHO HIDKHAA
9esII0CTh — 8%) M KOCTH Ta3a — 8%. [26, 31, 32, 33, 34].

OcreocapkoMa IMeeT HEKOTOPBIE 0COOEHHOCTH BO3-
pacrHon npeseHTaguu: OC aKCHANTBHON JIOKAIU3ALINH,
UMEIOINHE XyAMUI IPOTHO3, BCTPEYAIOTCA Y MOJIOABIX
B3POCJBIX YallE, 9eM Y ACTEH U MIAAMUX MOAPOCTKOB
[26, 35].

Ocnosuble cUMITOMBI OC — 6071b, IPUIYXIOCTD U
HapyIIeHNE (PYHKIFHA KOHEYHOCTH, YTO ABIAECTCA TOBOJOM
JJIA PEHTIEHOJIOTUYECKOTO UCCIeN0BaHuA. CTaHjapTHAA
penTreHorpadus crana 6a30BbIM METOLOM AUAIHOCTUKH
OC, IIOCKOJIbKY IIOMOT'A€T BBIABUTD XAPAKTEPHYIO KAPTUHY
KOCTHOM JIECTPYKIIMH C HAKOIUICHUEM IIaTOIOTUIECKOTO
0CTEOHJa U 00513aTeIbHON peaKued HaJKOCTHUIIBI
B BUJIC «CIIUIKYJI» /WK «TpeyroapHuka Kogmana».
KommnblotepHas ToMmorpagus f0MONTHAET PEHTTCHOBCKOE
00CI€J0BAHNE TIEPBUYHOTO 0YATd U ABIACTCA ITTABHBIM
METOZOM JUIA BBIABICHHSA JETOUYHBIX METACTA30B.
MPT - Haubomee cuennuUIHBIN METO/ /11 TOKAIBHOTO
CTaIMPOBAHUSA, MOHUTOPHPOBAHMA OTBETA ONYXOJIHU Ha
XUMHOTEPAIHIO ¥ ILTAHNPOBAHUA 00bEMA OIIEPATUBHOTO
JICYCHUS.

[ToMHMO TIEPEUNCICHHBIX METOIOB BU3YAIU3aIIUU
HEOOXOJUMO BBIIIOJHUTDH B OMOIICHIO. [JO 3TOro Ha-
IpaBaATh 00JBHOTO C IOAO3PEHHEM HA ONYXOJb B
CIENUANTU3APOBAHHOE YUPEAKAECHUE KpUTHIHO. Ho ecnu
OMOIICHIO IIPOBECTU HEIIPABIWIBHO, B JAJIbHEIIIEM MOXK-
HO HCKIIOUYHTD JIAXKe 0OCY:KIeHHE BOIIPOca 00 OpraHo-
COXPAHAIONIEM JICYCHU . B ujieane Xupypry-OHKOJIOTY Lie-
J1eCO00Pa3HO OOCYK/ATh MECTO IVIAHUPYEMO OHOIICHH
CO CHENUATUCTAMU BU3YATU3UPYIOIHUX METOROB JUATHO-
cruxu (MPT, paguoHyIuaHoI). [IpaBi/IbHO BRIOpaHHOE
MECTO OUOIICUU COKPATHT BPEMs JJIS YCTAHOBIEHUS
TOYHOT'O JUATHO32 ¥ YMEHBIIUT PUCK AUCCEMUHAIIUU
OIYXOJIU. BroTCHA JONKHA IPOBOAUTHCA MUHUMATIBHO
MHBA3UBHBIM CIIOCOOOM, II03TOMY TPENaHOUOIICHS IIPE-
HOYTUTEIbHEE, HEXKETHU OTKPBITAS HOXKEBAS OUOIICHSL.
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Ilo Hayana 1970-X I'T. CYUTATOCH, YTO BBIKMBAE-
MOCTb 601bHBIX ¢ OC TOCIE XUPYPIUIECKOTO JTCUYECHHA
cocrasmaer He 6onee 20% [36, 37, 38]. CoBpeMEHHBIM
craagaprom jederns OC ABIAETCT KOMOMHIPOBAHHBIN
HIO/IXO/, BKMIOYAIONINI aIbIOBAHTHYIO U HEO4IbBAHTHYIO
XUMHUOTEPAIHUIO C PAAUKAUIBHON XUPYPIUYECKON Olle-
paguen. C 2007 1. B MEKIYHAPOJHOM OHKOJOTHYECKOM
coobmiectse cymecTByeT nporokoa EURAMOS-1 pisa
neuenns OC, 00beANHAIONIIIH 4 BEAYIINE MHOTOI[EHTPO-
BBI€ UCCIEA0BATENbCKUE IPYIIIEI 110 u3ydenuio OC: COG
(Children’s oncology Group, CIIIA), COSS (Cooperative
Osteosarkom-Studiengruppe, HeMeKO-aBCTPUIICKO-
mBennapcekas rpynna o usydenuio OC), EOI (European
Osteosarcoma Intergroup, uiu EBponerickas HHTepPIpyII-
na 1o ocreocapkome) u SSG (Scandinavian Sarcoma
Group, MHAaY€ CKAHAMHABCKAA TPYIIA I10 U3YYECHUIO
capkom). ITporokon EURAMOS-1 pa3paboraH jyis maiu-
€HToB B Bo3pacre ot 0 1o 40 jer. B paMkax npoToxona
EURAMOS nmanueHTs! NoMy4aoT npeonepaTusHyo I1XT,
COCTOSAIIYIO U3 IBYX IIATHHE/ETBHBIX IIUKIOB, BKIIOYAI0-
IUX [UCIUVIATUH, JOKCOPYOUIIVH U BBICOKOJO3HBIN METO-
Tpekcar (MAP-pexum). Ilocie pajukaibHON Onepanuu
(ammyranus, poTaliMOHHAsA IIACTUKA WIN PE3EKIUA C
3HJIONIPOTE3UPOBAHIEM) OOJIBHBIE CTPATUDUINPYIOTCS
B 3aBUCHUMOCTH OT TUCTOIOTUYIECKOTO OTBETA: TAITUEHTHI
¢ XOpomuM 0TBETOM (<10% KUBBIX OITyXOJIEBBIX KIETOK)
IPOJOJLKAIOT TOT kK€ pexuM MAP (4 kypca)), 60IbHBIE C
IUIOXHUM OTBETOM (>10% KMBBIX OITyXOJIEBbIX KIETOK) I10-
Jy4a10T MAP-pexum ¢ upochamMuiom 1 3TONO3U/OM.

Han6omee BaXHBIM U3 IIPOIHOCTHYECKUX (PaKTOPOB
ABJLACTCA TUCTOJOTMYECKUI OTBET OIYXOJIH HA 2 TPEZIO-
nepaoHHeIx Kypca [IXT (MAP). IIpu xopormem oTsere
(<10% *1BBIX OITyXOJIEBBIX KIETOK B IIPENIAPATE) BLLKUBAE-
MOCTb COCTaBJIAET 73,4%, TOIa KK P IVIOXOM I'CTOJIO-
TUYECKOM OTBETE — 3HAYUTEIBHO XYKe: 47,2% [39].

Mexpynapoanas opranuzanus LIVESTRONG Young
Adult Alliance nmpoBena MeTa-aHAIN3, 1IETbI0 KOTOPOTO
OBLIO BBIICHEHUE BIMAHUA 11014, BO3PACTA U TOKCUY-
HOCTU HEOAABbIOBAHTHOM xumuorepanuu OC HA BHI-
AKHMBAeMOCTb. Ha OCHOBE aHA/IM3a UHAWBU/YAIbHBIX
JaHHBIX 4838 nmanuenToB ¢ OC, HONYYEHHBIX U3 5-TH
MEXIYHAPOJHBIX KOONEPATUBHBIX I'pynn EBpors
U AMepHUKH, OBUIN CIEJaHBI BBIBOJBI O JOCTOBEPHO
6oJiee BBICOKOM YPOBHE 00IIEil BBKUBAEMOCTH Y JIUIL
’KEHCKOTO IT0J1a U Y IETEH IT0 CPABHEHUIO CO CTAPIIUMHU
HO/IPOCTKAMH U MOJIOJIBIMU B3pocIbIMu. Hanboiiee Bbl-
COKaf CTENICHb XUMHUOUH/YIIUPOBAHHOTO HEKPO32 OIIy-
XO0JIY OBbLIa JOCTOBEPHO CBA3aHA C TYYIIMMU HU(PpaMU
BBUKMBAEMOCTH, )KEHCKUM IT0JIOM U 9aCTOTON MYKO3UTA
3-4 crenenen. JIna ;eHCKOIO 11012 JOCTOBEPHO YalIE,
YeM JIIIA MY)KCKOTO 10712, Pa3BUBAIU TPOMOOLIHTOIIE-
HHUIO 3 U 4 creneHen. Y JeTei JOCTOBEPHO Yalle, YEM
Y B3pOCTIBIX, PA3BUBATACh HEUTPOIIEHHUA U TPOMOOLIU-
ToneHud 3 U 4 crernenend. Xopoun ruCToJ0INYeCKUN
OTBET ZOCTOBEPHO YAIIE PETUCTPUPOBAICA Y JIUIL KEH-
CKOTO 110JI2 B CPABHEHUH C JTUIIAMHU MYKCKOT'O 110/, 4
TAKXKE y IETEN 110 CPABHEHUIO CO B3pocapiMu [40]. Ha
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OCHOBAHHH HTOTO AHAIN32 OBLIH CIETAHBI BBIBOJABI O
TOM, 4YTO B HpOBCL[@HI/II/I XI/IMI/IOTCPQHI/II/I yan MY)KCKO-
T'O ¥ JKEHCKOT'O TIOJIOB U Y JIETEH U B3POCIIBIX, UMEIOTCSA
(PyHZAMEHTANbHBIE PA3TUYMA. DTH PA3THYUA MOTYT
3HAYUTECJIbHO BJIUATH HA BBLKUBACMOCTb HpI/I OCTCOCap'
KOME, KOT/Ia XUMHOTEPAIUI UTPAET KIIOYEBYIO POJIb B
Hcxojie 3a00eBaHK.

Capkoma OunHra (CHO)

CIO - mepBUYHAA ONYXOJIb KOCTEH, IO YaCTOTE
BCTPEYAIONMAACA B IETCKOM U TOJPOCTKOBOM BO3PACTE
Ha BTOPOM MECTE TOce ocTeocapkoMbl. CHO mpuHaj-
JIGXKUT K TaK Ha3bIBAEMBIM «METKO-KPYIJIOKIETOYHBIM
rOJyOBIM» ONYXOJAM, KIETKH KOTOPOH TPECTABIAIOT
PA3NMUYHYIO CTENIEHb HEHPOHATBbHOU (P PepeHIInPOBKHL.
[Tox TepmunoM «Capkoma lOunra» o6veaunensl CIO,
[THOO (3moxavyecTBeHHAsA NepUdepudecKkas HEHpoIK-
TOZIEpMAIbHAS OIYXO0JIb), OITYXOJb ACKUHA U aTUITHYCKAS
capkoma Ounra.

JIn1ia My;KCKOTO 110712 3260/1€BAIOT HECKOJIBKO Yalle:
320071€BaEMOCTDb Y HUX COCTABAAET 3,3 HA MUUINOH, ¥
JIUII KEHCKOTO 1oMa — 2,6 Ha MIUTHOH [41].

CIO MOXeT IOPaXaTb BCE KOCTH CKEJIETA, OJHAKO
qaiie pa3BUBACTCA B ITMHHBIX TPYOUATBIX KOCTAX KO-
HEYHOCTEN C IPEUMYIIeCTBEHHOM JIOKATU3AIUEN B IUa-
(br3e C HOCTIEAYIONMM OBICTPBIM PACIPOCTPAHEHUEM IO
ITUHHUKY KOCTH.

Hauo6omee yacrou noxanusamnueii CIO apnsgeTcs Hik-
HSIS1 KOHEYHOCTB C IOPAKEHUEM OEIPEHHON KOCTHU (27%),
60sbe6ep1ioBoit (11%) 1 MmanobepiioBon koctett (10%).
[L1eyeBas KOCTb opaxkaeTcs B 16%. Bropoit o yacrore
noxkanmu3anuen CIO aBingoorca Koctu Ta3a (21-25%).
B ominune ot ocreorenHoi capkomsl, CHO gacro nopa-
JKA€T TIOCKHE KOCTHU (YEpETL, JIOMaTKu, peopa) [42, 43].

Knunndeckas kapTuHa (OCTpO€ HAYAJO, TUXOPa-
Ka, OBICTPO YBETMUYUBAIOMAACA IPUITYXIOCTh C MECT-
HOU runeprepmueit) Tpedyer aupepeHuaibHon
JIUATHOCTUKH C OCTEOMUETUTOM. PEHTTEHOIOTHYECKUE
npossiaeHusa CIO MOTYT ObITb UEHTUYHBIMU BOCIIAIH-
TEJbHBIM U3MEHEHUAM, TIO3TOMY TOJIBKO TUCTONOTHYE-
CKO€ UCCIEJOBAHUE NTATOIOTMYECKON TKAHU IO3BOISAET
YCTaHOBUTb OKOHYATEIbHBIH AUATHO3. XapaKTePHBIM U
OTIPEAICIAIONUM MAPKEPOM CapKOMBI FOMHTa ABAgeTCA
TpaHciaokanus t (11;22) (q12; q24). Ee orcyrcrsue OgHO-
3HAYHO OTBepraer auarnos CIO [44, 45].

[0 1970-x rr. nporxo3 npu CIO 6511 KpaiiHe Hebaaro-
HPUATHBIM: 6071€€ 90% MAIMEHTOB YMUPAJIH B IIEPBBIE /1BA
rofla ¢ MOMEHTA JJUarH032 OT OTJANECHHBIX METACTA30B
JaXe B CIY9A€ PATUKAIBHOTO ONEPATUBHOTO y/AJICHUA
onyxonu [44, 46]. CoBpeMEHHbIE TIPOTPAMMBI JICICHHUS
H03BOJIAIOT IOOUTHCA JONTOBPEMEHHON BBKMBAEMOCTU
nanuenTos ¢ CIO 1o 70% [41, 47, 48].

B cpaBHeHnu ¢ gersmy, crpagaromumu CHO, crapmue
HOZIPOCTKU ¥ MOJIOZIBIE B3POCIBIE UMEIOT PASL OCOOEH-
HOCTEH: 71 3TOM TPYIIBI enle 60Jee XapakTepHo Ipe-
00/1a/]aHKE JIUI] MYKCKOTO [10/12; OTTYXOJIH, KaK IPABUJIO,
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OOJIBIIUE 1O Pa3MEPY; OMYXOIH Yallle UMEIOT HEOIAro-
IPUATHYIO aKCHANBHYIO JTOKAIU3AMIO (KOCTH Ta34, T10-
3BOHKH) [49, 50] BepoATHO, ¢ TUM CBA3AHbI U XYALINE
PE3Y/IBTAThI JIEYEHUS Y B3POCIBIX OONBHBIX 110 CpaBHE-
HUIO ¢ gerbMy, crpagaomumu CIO [51]. Hanpumep, npu
AHA/IM3€ PE3Y/IBTATOB JedeHus nanueHTos ¢ CIO B BO3-
pacre 10 30 ner o nporokoiy INT-0091 HaipoHansHOTro
HHcruryra Paka CIIA B nepuog ¢ 1988 o 1992 1. 661710
MTOKA32HO, YTO 5-JIEeTHSA OECCOOBITUIHAS BBLKHBAEMOCTb
y gerent 1o 10 ner cocrasuna 70%, y mogpocTkos ¢ 10 1o
17 net - 60%, u munib 44 % y manuenTos ¢ 18 10 30 ner
(BaHHBIE CTATUCTUYECKU HOCTOBEPHEI € p=0,001) [52].

[Ipu aHanu3€e BIUAHKA BO3PACTA NMAIMEHTOB U THIIA
JIE4€0HOTO YUPEAKIECHUS HA IOKA3aTENH BbDKUBAEMOCTH
nanuenToB ¢ CIO, Mosy4aBIuM jJeYyeHue 0 OAUHAaKoO-
BBIM «I€TCKUM» IIPOTOKOIAM (TocnenosarenbHo CESS/
EICESS/EURO-EWING) [50] BBLACHUIOCH, YTO CTATUCTH-
YECKH JIYYIIHE PE3YIBTATH UMEIH NAIUEHTEI B BO3PACTE
16-20 Jiet, ec/ii OHY TIOTYYA/IH JIEYEHUE B JIETCKUX OH-
KOJIOTHYECKHUX OTAENCHUAX B CPABHEHUH CO B3POCIBIMU
otaeneHusIMy. 20-1eTHAA BbDKUBAEMOCTb MMAIIMEHTOB B
Bo3pacte 15-20 jer, NOMy4aBIIUX TEPANHIO B JETCKUX
OHKOJIOTMYECKUX OTJEICHHUAX, cCoOCTaBmaa 43%, Toraa
KaK ITaLMEHTHl 3TOM K€ BO3PACTHOM I'PYIIILL, HO JIEYHB-
IIHEC BO B3POCIIBIX OT/EJIEHUAX, UMEIH BBDKUBAEMOCTD
24% (p=0,0001). IIpu 3aTOM y GOJIEE CTAPIIUX OONBHBIX
ObUIa OTMEYEHA MEHbIIAS TOKCUYHOCTD JICYEHUS, YEM Y
nerert [53].

B 1eTcKux OHKOJOTHYECKHX OTAeNeHuAx PD s ne-
yeHus CIO npumensercs nporokon Euro-Ewing Bepcun
2008 r. [Iporpamma Euro-Ewing siBsercs o0beAnHEHHBIM
IPOTOKOJIOM €BPOIENCKUX M aMEPUKAHCKUX I'PYIII 110
usyuennio ClO u npeamnonaraer ucCaeAoBaHue Mau-
eHToB B Bo3pacre or 0 10 35 jer. CTparerus JeyeHus
CIO o JanHOMY IIPOTOKOJY IIPESYCMATPUBAET CTPATHU-
(buxanuio GOMBHBIX IO TPYNIIAM PUCKA B 3aBUCHIMOCTU
OT CTENEHH PACIPOCTPAHEHHA IPOLECCA U IEPBUYHOTO
OTBETA ONYXOJIH HA HEOA[BIOBAHTHYIO XUMHOTEPAIIHIO.
[Iporpamma Je4eHus COCTOUT U3 6 MHAYKI[HOHHBIX
610x0B I1XT, BKIIOUAIOMUX BUHKPUCTHH, U(ocdamur,
nokcopyounu u aronosus (VIDE). Ilocse 6 610k0B VIDE
IPOBOAUTCA ITAII TOKAIBHOTO JIEYEHHA (TIPH BO3MOKHO-
CTH — OIIEPATUBHOE Y ATE€HHE OIYXOIU B MAKCUMAIBHO
BO3MOKHOM 00bEME) /MU TOKATBHOE 00TyYEHHE, 1032
KOTOPOI'O 3aBUCHT OT Kpas pe3eKuuu. [Ipu pagukaabHon
OIIEpALIMH JTy4eBasd TEPAIHA HE IIPOBOJUTCA, IIPU MUKPO-
CKOIIMYECKO¥ OCTATOYHON onyxonu 103a JIT 35-45 Ip, a
IIPY MAKPOCKOIIMYECKON OCTATOYHOM OIyXOJIU WU He-
BO3MOXHOCTH nposeaeHusa onepauun COJ cocrasiier
50-55 Ip. Ilociie IOKaIbHOT'O JIEYEHHS ITALUEHT IONYYaeT
8 6oxoB IIXT, COCTOANMX U3 BUHKPUCTHHA, ITUKI0(OC-
(bana, akruHOMHIIMHA U Upochamuzia (VAC-VAI).

TaxuM o6pa3zoM, A1 CTAPIIUX IOJPOCTKOB U
MOJIOJBIX B3POCIBIX UCIONIb30BAHUE «AETCKUX> NIPO-
TOKOJ0OB JeyeHus aasa OC, CIO u Mb moxeT cTaTh
CTaHJAPTHBIM ITOJXOOM BO B3POC/BIX OHKOJIOTHYE-
CKUX YUIPEKACHUAX.
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