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JIEUEHVME CUHOBHAJIBHO CAPKOMbBI
YITAIHUEHTOB JETCKOT'O BO3PACTA

J.Bb. XecrtanoB, D.P. Cenxxanosa, O.M. Pomannona, B.B. KouneBa, A.3. /I3amnaes, M.JI. Aiien
HHUMU JO0TI' «®I'BY POHII nm. H.H. Bioxuna», r. Mocksa

Karoueente caoea: cuHoBHATBHAS CapKomMa, J1€TCKasa OHKOJIOruA, XuMuoTepanus

B HacTosmeii padoTe nposeneH aHaM3 pe3yabraToB Jedenus 38 (18 maimbunkos u 20 1eBoYeK) MAIMEHTOB, CPeTHHI BO3PACT
10,513,7 rona, ¢ CHHOBHAJIBHOI CAPKOMOIA PA3TMIHO JJOKAIN3ANNH, HAXOIUBINMXCS HA 00C.JIeIOBAHHH M TIOJTyJABIINX JIeye-
Hue B nepuoa ¢ 1999 no 2014 r. B ycnosusix HUU JOT' T'Y POHII um. H.H. Baoxuna. Pe3yasTaTsl Tepaniy OnieHUBAJINCh
Ha 31.07.2016 r. AHasm3upyeMas rpynma moJyquia jedenne mo cxeme: noymxuvuorepanus (ITIXT) npenmapaTtamu Beme3un
100 mr/m? B 1—5-i1 aum, nukiaogochan 400 mr/m? B 1—5-ii auu, kapoomiatun 500 mr/m? B 4-ii 1eHb ot 4 10 8 Kypcos; Jiy-
gyepas Tepanus (JIT) Ha mepBUYHBIE ouar B cyMmapHoii ouarosoii mo3e (COJI) 45—50 Ip, mo moka3aHusM — KPYIHONOJIbHOE
o0ydenue Jerkux B CO/I 12 I'p m xupypriugeckoe BMEmAaTeIbCTBO B Pa3HbIX 00beMaX, MPEHMYIECTBEHHO OPTaHOCOXPAHSI-
Io1Iero xapakrepa. Beem 60JbHbIM IpoBoMIach perHdy3us CyOTPAHCIUIAHTAIIMOHHDIX /103 Ay TOJIOTHYHBIX MepuepruIecKux
cTB0.10BbIX KJ1eTOK (IICK). O0mias 2-/1eTHss BhKUBAEMOCTD IALMEHTOB cocTaBuIa 75,6+£10,6%, 0e3penuanBHas 2-1€THISA

BbIKHBaeMocTh — 66,1+11,3%.

BBenenne

CunoBuainbHas capkoma (CC) — omyxoJib MSITKMX
TKaHEM, BCTpeyarolascsd Cpeand TPyIibl OIyXOJe,
OTJIMYHBIX OT PAOIOMHUOCAPKOMBI B IETCKOM 1 TTOJIPOCT-
KoBOM Bo3pacTte B 4% ciydaes. [1o yacrore 3a6o0JieBac-
moctu cpeau aeteit CC ycTymaeT aulib padaoMuocap-
KOME U yallie BCero BCTpevyaeTcs y NallueHTOB MOJIOIOTO
u 3pesoro Bospacta (15—35 ner), ¢ He3HaYMTEIbHBIM
npeobnananueM y myxunH. Jlokanuzauus CC B Msr-
KUX TKaHAX KOHeYHocTel gocturaer 80%, B MEHbBIIIEH
CTETIEHU 3TH OITYXOJIM BCTPEUYAIOTCS B 00JIACTH TOJIOBHI
U 11IeU, TYJIOBHUILIA, 3a0PIOIIMHHOM ITPOCTPAHCTBE, B 00-
JIaCTH cycTaBoB (He 6osiee 5%). TakKe omucaHbl Crydaun
CC B cpenocteHuu, nepudepruiecKux HepBax, KOoxe.
Omnucansl cnydan BosHuKHOBeHMsI CC B BUCLIEpAJIbHBIX
opraHax: cepale, nepukap, IJ10Tka, TopTaHb, IJIEBpa,
JIETKHE, CTIOHHBIC KeJIe3bl, SI3BIK, TTUIIEBOI, XKeTYIO0K,
TeYeHb, KUIIIEYHNK, TTOYKH, TIpeacTaTeIbHas XKee3a,
OpbDKelika, ByJbBa, KOHBIOHKTHBA. Bo3MoXHa 11 BHY-
TPUKOCTHAS JIOKATU3AIUsI 3TOTO 3JI0KaUYeCTBEHHOTO
HoBooOpa3zoBanud [1, 6, 13, 24, 25, 27, 29, 30, 33, 35,
42,45, 51, 60, 61].

CornacHo onpeaeneHuio BO3, cuHoBuanbHas
capKoMa — 5TO Me3eHXMMaJIbHasl BEPETeHOKIETOUHAS
OITYXOJIb ¢ BO3MOXXHBIM TIPUCYTCTBUEM TKAaHEBOTO
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KOMIIOHEHTA ¢ 3MUTenaIbHON n1uddepeHIIMPOBKOIA,
BKJIIOYasi (popMUPOBAHME KEJIEe3UCTHIX CTPYKTYp, a
TaKXXe ¢ HaJluuyueM CIeHUPUIECKON XPOMOCOMHOM
tpaHciaokauuu t (X; 18) (p 11 q 11). Boepsrie Tep-
MUH «CUMHOBMaJIbHAsl capKkoMa» MOsSIBUJICS B paboTe
HeMelkoro Bpauya G. Simon B 1895 1. mpu onucaHuun
CJTydasi OITyX0JIeBOTO 3a00JIeBaHMS KOJIGHHOTO CycTaBa
y My>KUMHBI 3peJioro Bo3pacrta. Crrycrs 15 et E Lejars,
H. Rubens-Duval (1910) nanv nonpo6Hyo xapakTepu-
CTUKY naHHo# capkombl. B 1944 . C.D. Haagenson,
A.P. Stout, mpoBens TiiareabHbIi aHanu3 104 HaOm0-
JEeHUI 1 chOPMYTMPOBAB IMATHOCTUIECKIE KPUTEPUH,
MIPEeACTaBUIN CMHOBUAIBHYIO CapKOMY KaK caMo-
CTOSITEJIbHYIO KJIMHUKO-MOP(dOoI0orndeckyo Gopmy.
M nakonen, B 1947 . AFIP (Armed Forces Institute of
Pathology) onybaukoBaiau coobiieHue o 33 ciydasx
CC, B KOTOpPOM OBLIO JAHO AeTaTbHOE KIIMHUKO-MOP-
(dosornueckoe ommcaHue OIMyX0JIU C UCITOIb30BaHUEM
METOIOB JIyIeBOI TMAarHOCTUKU U MOP(HO-PEHTIEHOJIO-
TMYeCKUX COMOoCTaBiIeHui [28].

Bomnpeku nazpanuio CC He MCXOOUT U3 CUHOBHUAJIb-
HoIf TKaHM. [lepBoHavYaNbHAS TOUKA 3pEHUST O TIPOUC-
XOXKIEHUH OITYXOJIM M3 3JIEMEHTOB CUHOBHUATILHOI 000-
JIOYKHM CYCTaBOB He IMoATBepauiach [44, 54, 58, 60]. Ha
cerogusaiHuit AeHb CC B MeXXKIyHAapOAHOM Kaccugpu-
Kaliy OMmyxoJjiei MITK1X TKaHell u kocteit BO3 (2002)
¢urypupyer B IpyIIIe OIyXOJel ¢ HESICHOI TKaHEeBOU
g epeHIMpPOBKOi. TeM He MeHee MCCea0BaHus,
HallpaBJieHHbIC Ha BBISIBICHNUE TMCTOTCHETUUECKOM
cymHoctu CC, mpomoirkatorcs. Tak, S. Nagayama u

60

CapKoMBI KOCTel, MSITKUX TKaHel 1 ormyxoiu Koxu Ne 3—2016



JleyeHne cuHOBUATLHOM CapKOMBI Yy MallMEHTOB ACTCKOI'O BO3pacTa

COAaBT., U3yyasi TeHeTUYeCKU i Mpodrb CHHOBUAJIbHOM
CapKOMBI, BBISIBUJIM CXOXYIO 3KCIPECCHUI0 MHOTOUYHMC-
JIEHHBIX TeHOB 3Toi omyxoju ¢ MPNST (Malignant
Peripheral Nerve Sheath Tumour — 3710KauecTBeHHast
OITyXOJIb, UCXOASIIAsT U3 000JIOUKU TiepruepudeckKux
HEPBOB), YTO TMO3BOJIMJIO UM BbICKa3aTh MPEAIoJo-
JKEHHE B IM0JIb3y HEMPOIKTOAECPMaTbHOM MPUPOIbI
CC |27, 31, 41, 46, 59].

Tunuunas kaptuaa CC npu MUKPOCKOIINYECKOM
HCCIIeIOBaHUM — BEPETEHOKJIETOUHAsl TKaHb C XeJje-
3UCTOIMOAO0OHBIMU CTPYKTYpaMu. OIHAKO TMCTOJIOTH-
yeckoe ctpoeHre CC oTinyaercs BapuadbeJbHOCTBIO.
B tkanm CC MoryT HabJa0aaThCs CTPYKTYPHI THUIIA
«€JIOYKU», TIoJIsipU3alius siaep ¢ GopMupoBaHUEM Ta-
JINCAJHBIX CTPYKTYP, NceBaopo3eTku [omepa—Bpaiirta,
MacCHUBHBIE (POKYCHI METaIlJIaCTUYEeCKOTO KOCTe- U
Xpsileo0pa3oBaHusl, MUKCcoUIHas1 ctpoMma. [Tono6Hoe
Mopdosiornyeckoe pazHooOpa3ue OMmyxoar OTpaXkKeHO
B €€ MHOTOUYMCJIEHHBIX CTPYKTYPHBIX BapuaHTax. Kiac-
cuduxkaums BO3 mogpasnensier CC Ha 1Ba TUCTONIOTH -
yecKUX cyoTuIia: MoHO(a3HbIN BepeTeHOKIETOUHbIN
n oudasublii. [1pu 3ToM 01 a3HBIN TUCTOIOTMYSCKUIA
cyorurn, o manueiM D. Betal u coaBT., cocTaBiusieT
1o 2/3 Bcex ciaydyaeB CC. B To ke BpeMsi HEKOTOpPbIE
KJaccu(pUKalMOHHbIE CXeMbl BKJIIOYAIOT B cedsl TO-
MUMO MePeUynCIeHHBIX MOHO(hA3HBIN SMUTEIUATbHbII
cyorun. B 1997 r. EM. Enzinger, S.W. Weiss 651710
MPEeAJIOKEHO TOTOJHUTENIBHO BBIAEIUTH HU3KOoAUpdhe-
PEHLMPOBAHHBIN T'MCTOJOTUUECKUIA CYOTUIT OMyXOJIH,
cocTaBgomuii He MeHee 20% ¥ XapaKTepU3YIOIIUIACS
MEJKOKPYTJOoKIeTouHO Mopdoaorueit. [Tomumo
MoJapasaejeHUs Ha TUCTOJIOTUYECKHE CYOTUIBI HEKO-
Topble aBTOpbI pasaesior CC Ha TMCTOJOrMYecKue
BapuaHTbl — KUCTO3HbIN, KaadbUUGMUIUPYIOUIUNA 1
MukcouaHbiii. [1pu Bepudukauuu CC nogobdHOe
TKaHeBOe MHOroo0Opasue IMpearnoyaraeT mocTpoeHue
UpoKoro auddepeHInaTIbHO-IUATHOCTUYECKOTO
psiaa U3 HOBOOOPa30BaHUI AMUTEIUATBHOTO Y ME3EHXM -
MaJIbHOTO TeHe3a, K KOTopbIM oTHOcaTcst MPNST, cap-
koma FOunra/PNET, pubpocapkoma, neiitomrocapkoma,
SMIUTEIMONIHAST CapKOMa, CBETJIOKJIETOYHAs capKoMma,
I dyY3HBIA TUTT TEHOCUHOBUATBHON TUTAaHTOKJIETOY-
HOI OITyXO0JIU, TIaJIbMapHbIi/TUIaHTapHbII (pUOpOMaTo3,
reMaHTMOIepUILIMTOMa, CapKOMaTOUIHAsI KaplMHOMa,
KapluHocapKkoma, Me3oTenoma. B 601bIIMHCTBE CBoeM
CUHOBHAJIbHbIE CAPKOMbBI OTHOCSITCSI K BHICOKO3JI0Kaye-
CTBEHHBIM CapKOMaM, COOTBETCTBYIOIIUM Kputeputo G2
umn G3 (cucrema FNCLCC). st 6onbHBIX CC Xapak-
TepeH BBICOKUI PUCK pa3BUTHSI PELIUANBOB, METACTATU -
YECKOTO MOpaXKeHUs JIETKUX, a TAKXKe TUM(PATUIECKUX
y3JI0B, KOCTEI U IIJIEBPHI, TIPU 3TOM 001Iast S-JCTHSIS
BBIKMBAEMOCTh cocTaBiisgeT MeHee 50%. Heobxomm-
MOCTb PalIMOHAILHOTO IJIAHUPOBAHUST CBOEBPEMEHHBIX
1 3(PPEKTUBHBIX JIEYSOHBIX MEPOTIPUSITUI OOJIBLHBIM
CC npeponpenennia BOCTpeOOBAHHOCTb B U3YUEHUM
nporHo3a CC, B MpeBEHTUBHO OLICHKE TTePCIEKTUBbI
pa3BuTust 6ose3Hu. C LeIblo MOUCKa AeeCIOCOOHBIX

MPOTHOCTUYECKUX (haKTOPOB U3YYaTUCh MHOTOYUCIIEH-
Hble xapaktepuctuku CC [21, 26, 27, 33, 37, 39, 48, 51,
53,57, 58, 60].

Cpenu nmauueHToB MoJioxe 20 jet 10-1eTHSIS BbI-
JKMBaeMOCTh COCTaBJIsIeT 0koJio 90%, B TO 3Ke BpeMs y
0oJbHBIX cTapiiie 40 JIeT TaHHBIH MoKa3aTeib J0CTUTaeT
nuinb 25%. Tpu pasmepe TTEPBUYHOIO OIYXOJEBOIO
y3Jla MEHee 5 CM 5-JIeTHSISI BBDKMBAEMOCTb COCTaBIISIET
90%. Ecnn pa3mep MepBUYHOM OIyX0Ju 0ojiee 5 cM,
TO 5-nmeTHssT BeKMBaeMocTh nocturaer 40%. He6na-
TONPUSITHBIMU KJIMHUYECKUMU (haKTopamu SIBISIOTCS
MY>KCKOI MOJI, JIOKJIU3ALMSI OTTYXOJIU B MSTKUX TKaHSIX
HUXHENH KOHEUHOCTH, INTyOOKOEe pacroioXKeHUe OImy-
XOJIEBOTO y3Jia B MIATKMX TKaHsx. I1pu mokanuzanuu
CC B npoKCUMaJbHOM OTAEJIe KOHEYHOCTU 00IIIas
S5-JIeTHSISI BBLKMBAEMOCTh HIKE, M 3HAYMTEIBHO BhIIIE
PUCK BOZHUKHOBEHMSA PELIMAMBA OIYXOJHU IO CpaB-
HEHMIO C JIOKaJIU3alueid B IUCTAIBHOM OTAese — 22 1
3% cootBercTBeHHO [1, 32, 36, 40, 47, 50, 55, 56, 61].
B HacTog111ee BpeMsl B KIMHUYECKON OHKOJIOTMYECKOMU
MpaKTUKE ITMPOKO PACIIPOCTPaHEHBI TPOTHOCTUYECKUE
CUCTEMBI — CITOCOOBI MporHo3upoBaHus TeueHus CC,
MOCTPOEHHBIC HAa MPUHIUIE KOMIUIEKCHOM OILIEHKHU
HECKOJIBKUX XapaKTepUCTUK oryxoiu. [IporHoctuye-
CKHE CUCTEMbI MOTYT BKJIIOYaTh B C€0s1 KaK OMHOPOIHbBIE
XapaKTepUCTUKHU (TUCTOJIOTMYECKIE), TaK U XapaKTepu -
CTUKM PA3JIMYHBIX METOMOJOTUYECKMX MOIXOA0B (TH-
CTOJIOTUYECKUE, KTMHUYECKHE, UMMYHOTMCTOXUMUYE-
ckue). Cucrema, npemioxeHHast A.M. Baptista v coaBT.
(2006), ocHOBaHa Ha TUCTOJIOTMUYECKOM aHAJIM3E OITyXO-
JIeBOI TKaHU U noapasaessier oudasznbiii cyotun CC Ha
JIBE KaTErOpMU — BBICOKO3JI0KAUYeCTBEHHbIE M HU3KO3-
JIOKAYeCTBEHHbIE, 00111as1 S-JIETHSISI BLLKMBAEMOCTD IIPU
KOTOpBIX cocTapisieT 151 71% cootBeTcTBEHHO [ 36, 43].
PazneneHue Ha kareropuu mno cucrteMme Baptista ocy-
LIECTBIISIETCSI TTOCPENCTBOM ITOJYKOJINIECTBEHHOTO
aHaJIN3a TPeX KJIETOYHO-TKAHEBBIX MTapaMeTpOB: MU-
ToTryeckoro uHaekca (MM), cnoHTaHHBIX HEKPO30B U
rnanayaspHocTtu. [1pu yncneHHbIX 3HayeHusx MU >5
(rmoacuyeT MUTOTUYECKUX (hUryp B 10 mosasix 3peHust mpu
OOJIBIIIOM YBETMYEHUHN B YUacTKaX OIMyXOJIEBOM TKaHU
C BBICOKOI KJIETOYHOCTBIO), YAEIbHOM IUIOIIAA1 CIIOH-
TaHHBIX HEKPO30B >25% 1 M1aHLyISIPHOCTH (YISIBHOTO
OTHOIIICHUSI KeJIE3UCTHIX CTPYKTYP K BEPETEHOKIETOU-
HOMY KOMIOHEHTY) <50% OI1yx0Jib KBaTU(ULIUPYETCSI
KaK BBICOKO3JIOKauecTBeHHas. Kareropmu HU3K03710-
KayecTBeHHBbIX OMpa3HbIX CC COOTBETCTBYIOT TAKOBHIE
co 3HaueHnsM MU <5, croHTaHHBIX HEKPO30B <25%,
rnaHayasipaoctu >50% [23]. CorjiacHO MPOrHOCTH-
YeCKOI T'MCTOJIOTMYECKOl cucTeMe, pa3paboTaHHOM
B. Skytting u coast. (1999), ucnons3yromeit KoJnye-
CTBEHHO-OITMCAaTe/IbHbIe XapakTepucTuku Tkanu CC,
MOCJEIHUE ACNSATCS Ha CapKOMBI € 0J1aronpusiTHbIM
TPOTHO30M 1 CAapKOMBI ¢ HEOIaTONPUSATHBIM IIPOTHO-
30M. [Ipornoctruecku 6naronpusaTHeIMU CC SIBIISTIOTCS
CapKOMBI cO cj1aboii KiaeToyHoit atunueit, MU <10 u
C OTCYTCTBHEM CITOHTaHHBIX HeKpo30B. K capkomam ¢
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HGI[I/IanI/I‘{eCKaH OHKOJIOTUs

HeOJaronpusITHBIM porHo3oM oTHocsTcst CC ¢ BeIpa-
JKEHHOM SIepHOM aTUIIUEN, BBICOKOU KIJIETOYHOCTHIO
U C yYaCTKaMU COJIMXKEHUS siiep OIyXOJIeBBIX KJIETOK.
[Tarunernuit 6e3meractarmyeckuii mepuon rmpu CC ¢
0JIaTONPUSITHBIM TTPOrHO30M JocTUraeT 83%, npu He-
GnarornpusiTHoM nporHose — 31% [1, 15, 49, 52]. IIpo-
rHocTuueckas cuctema P. Bergh u coaBr. (1999) 6azupy-
€TCsl Ha KIIMHUYECKUX U TUCTOJIOTMYECKOM TapaMeTpax
CC: Bo3pacrTe naiyeHTa, pazmepe nepBUYHOM OMyXoaun
U HAJIWYUU/OTCYTCTBUU y4yacTKOB HeauddepeHIu-
poOBaHHOU capkoMaTo3HOU TKaHu. [Ipyn coBOKyITHOI
OLIEHKE UMMYHOTMCTOXUMUYECKOI, TUCTOJIOTUYECKOM
U KIIMHUYECKOM XapaKTepPUCTUK OITYXOJIU, SIBISIOLIX-
Csl OCHOBOI mporHoctudeckoit cucrembl M.J. Heslin
u coabT. (1998), sBxiovaroieii B ceost Ki-67 (>20%),
kputepuit G (G2, G3) u pa3Mep NepBUYHON OMYXOJI1
(>10 c™m), puck pazButusi Metacta3zoB y 60bHbIX CC B
teueHue 5 et nocturaet 60% [1, 22, 34, 38].

CoBpeMeHHbIe BO33pEHUST KITMHUYECKUX OHKOJIOTOB
Ha TakTUKYy JedyeHust 6oabHbIX CMT, B yuactHocTu CC,
HaXOJSTCS B TECHOM CBSI3U C OLIEHKOW MPOTrHO3a Teue-
HUSI JaHHOTO 3a001eBaHus. Cpeay MHOTOYMCICHHBIX
xapaktepuctuk CC, o0iamalomux IIpoOrHOCTUYECKON
LIEHHOCTbIO, BBIIEASIETCS Psiji IPU3HAKOB C BHICOKOM
MHOOPMATUBHOCTBIO, CITIOCOOHBIX CAMOCTOSITEbHO
WJINA B COCTaBe MPOTHOCTUYECKUX CUCTEM KOPPEKTHO
olieHuBaTh MporHo3 reueHusi CC. Tem He MeHee cy-
IIECTBYET HEOOXOAMMOCTDb B MIPOMOJKEHUH TTOMCKA
HaZeXHBIX (aKTOPOB MPOrHO3a U MU3YYEHUU HOBBIX
METOIOB €TO OIICHKH.

Cy1iecTByiolliee Ha CEeTOIHSIITHU AeHb MHOXECTBO
BapUaHTOB JIEUeHUSI JAeTell, CTpalallX CHHOBUAIb-
HOM CapKOMOI4, M pa3HOIJ1acus UCCIIeI0BaTENEN 10 3TO-
MY BOIIPOCY CBUAETEIbCTBYIOT O BEICOKOI aKTyaJIbHOCTHU
JIAaHHOU MPOo0JIeMbl 1 HEOOXOIMMOCTU JaIbHEMUIIero
BCECTOPOHHETO €€ N3YICHUSI.

MaTepPlaJIbl N METOAbI

B HacToseit paboTe mpoBeaeH aHAJIN3 Pe3yIbTaTOB
JiedyeHus 38 MmaleHTOB C CMHOBHAIBHOM CapKOMOIi pa3-
JIMYHOM JIOKAIM3all1 U, MOJyYaBIINUX JIEYEHE B IEPUOJL
¢ 1999 10 2014 r. B ycnmosusix HUM JOT ®I'bY POHIL
um. H.H. boxuna. Pe3ynbrarsl Tepanuu OlieHUBaINCh
Ha 31.07.2016 1.

B nepuon ¢ 1999 mo 2014 r. mpoBOoAMIOCH KOM-
IUIEKCHOE JICYEHHE IETEN C CApKOMaMU MATKUX TKaHEeH
BBICOKOW CTeMeHU pUcKa C MPUMEHEHUEM pexuma
WHTEHCUBHOW XMMHUOTEpANUK MO cxeme LUKIodoc-
daH — Bene3ua — KapOomjaaTUH, IIPOBOAUMOTO C
TEMOITIO3TUYECKOIN MOAAepKKO nepudepruiecKuMu
CTBOJIOBBIMM KJIETKAMM Ha aTarne KoHconuaauu. O06-
11asi cxemMa JieueHus BKitovana: 4 Kypca MHAYKTUBHOM
XUMUOTEPANMU; cOOp MOCe CTUMYJISLIMU KPOBETBOPE-
Hus [-KC® n xprokoHcepBauio meprudepuaecKmx
CTBOJIOBBIX KJIETOK, 2TaIl JOKAJIbHOIO KOHTPOJIS Mep-
BUYHOM OITYXOJIU, COCTOSLINIA U3 ONIEPAaTUBHOIO yaa-
JIEHUs MepBUYHOrO0 oyara (Mpu HAIMYUK TEXHUUECKOM

BO3MOXXHOCTH JAaHHOTO 3Talla) U Jy9eBOM Teparuu Ha
TTePBUYHYIO OITYXOJIb M OCTABIIIMECS ITOCIIE MHIYKIINI
MeTacTa3bl, KOHCOIUAAINIO, COCTOSIITYIO 13 KypcoB XT,
AHAJIOTMYHBIX MHIYKIIMOHHBIM, 10 OOIIETr0 KOJIMYecTBa
KypCOB, paBHOTO BOCbMU. MIHTEHCUBHAsA XUMUOTE-
panus rmpoBoanIachk mo cxeme: sere3ua 100 mr/m? B
1-5-i1 guu, nukinodocdan 400 mr/m? B 1—5-i1 aHu,
kapoormatuH 500 MT/M? B 4-if IeHb.

B nipoTtokosn 6bUTM BKIIIOYEHBI 38 neTeil B Bo3pacTte
oT 2 1o 15 netr ¢ cMHOBUAIBLHOI CapKOMOI, CpeaHUIA
Bo3pact 10,84+3,28 roga. ManbuukoB ObL10 18, 4TO
coctaBuio 47,9% o0111ero KOJIMYeCTBA IE€TEN, IEBOYEK —
20 (52,6%). Ilpu cBEeTOBOIT MUKPOCKOITMH IHArHO3
6udasHOI CHHOBUAIBLHON CapKOMBI IMarHOCTUPOBAaH
y 10 (26,3%) manueHToB, MOHO(MAa3HAasi CMHOBHAJIbHAS
capkoMa auarHoctupoBaHa y 24 (63,2%) nmauneHToB,
B 4 (10,5%) cny4asix BbisiBJIeH HU3KoauGbdepeHLIpo-
BaHHBII BapMaHT, UYMMYHOTHCTOXUMHUYECKOE UCCIIEI0-
BaHUE C IIeJIbI0 YTOYHEHMS TUCTOTEHEe3a OIYXOJIA BhI-
oJTHsTOCH B 34 (89,4%) ciyyasix. B ocHOBHOI rpymie
y 22 (57,9%) nauyeHTOB 1MarHo3 ObL1 BepUpULIPOBAH
MeToa0M (bJIYyOPECUEeHTHOU in Situ TMOpUAU3ALIUN
(FISH) npu MoJieKyIsIpHO-TeHETUYECKOM HUCCIeA0Ba~
HUU C TIeJTBIO BEISIBIIEHUST XapaKTePHOM TpaHCIOKALINHT
t(X;18), xumepHoro reHa SYT — SSX (1 unu 2), no3Bo-
JISIOLIMI YCTAHOBUTD AMATHO3 0 MOJYYEHUS Pe3yib-
TaTOB MOPGHOJIOTMIECKOT0 UCCIEAOBAHNSI, TTOCKOJIBKY
HCCIeI0OBaHME BBITTOJIHAETCS ¢ Ma3KOB-OTIIEUaTKOB
IIpY OMOTICUU OITyXOJIu1 B TeueHue 1—2 cyT. [lepBUUHBIX
0OJIBHBIX B OCHOBHOI rpyririe 06110 28 (73,7%) uenosexk,
c perauBaMu — 10 (26,3%). Bee mepBUYHBIE TALIMEHThI
cragupoBaiuchk 1o TNM. Cragust T2bNOMO ormeue-
Hay 14 meteit, yTo cocTaBuiio 36,8% OT Bceii rpymIibI,
T2bNIMO y 4 (10,5%) nauuentos, T2bNOM1 —
6 (15,8%), TXN1IM1 1 TxN1MO ormeuammch 110 2 (5,3%)
caydas. Yarre Bcero mopaxeHHe JIOKAIM30BaJloCh B
00J1acTi HIKHMX KoHeuHocTeil — 20 (52,6%) ciyda-
eB, B 00J1aCTH BepXHUX KOHeuHocTeil — B 3 (15,8%), B
o0s1acTU TyJ0BMIIA MOpaXkeHue ObLI0 oTMeueHo B 10
(26,3%) caydasx, y 2 TMaliMeHTOB ObLJIa TMATHOCTUPO-
BaHa CMHOBMAJIbHAs capkKoMa Majoro Taza. CpemHwuit
00BEM OITYXOJIM B OCHOBHOIA TPYIIITe cocTaBmil 59,8 cm?,
pasMephl OIMyXOJM, MPEBBIIIABIINE 5 ¢cM?, ObLIN Y
26 (68,4%) maLineHTOB (24 IepBUYHBIX, 2 C PELIMIUBOM).
He BbIsIBJICH MEpBUYHBIN OYar Mpu HATMYMU METACTa30B
y4(10,5%) nanmeHToB. MeTacTaTiuecKe 04ari Ha Mo-
MEHT [TOCTAaHOBKH IMArHo3a onpeaessuiich y 16 (42,1%)
OOJILHBIX OCHOBHOM rpynmbl: y 2 (5,3%) nalimeHTOB
OTMEYaICh MHOXECTBEHHBIE METACTa3bl B JIETKUX, Y
2 (5,3%) — MHOXeCTBeHHOE TTOpakeHUe KOCTEe 1 JieT-
KX,y 2 (5,3%) — nopaxeHne permoHaIbHBIX TUMPOY3-
JIOB U J1eTKuX, Y 2 (5,3%) — MHOXXECTBEHHOE IOPaXKEHUE
JIETKUX U TIOpakeHUe MITKUX TKaHeil. MeTtacTassl B
pPErMOHANBHBIX M OTHAJICHHBIX TUM(pOYy3TaxX oTMeda-
mmck y 16 (21,1%) naumenToB. BeimenepeuncieHHOE
(pa3Mepsl OITyXOJIW, HAIMYKE PELININBA U METACTa30B)
MO3BOJIMJIO OTHECTU TMallMEHTOB OCHOBHOM TI'PYIIIBI K
KaTeTOpPUU «BbICOKOTO PHCKa».
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Coop INCK npousBoauics mociie 2 KypcoB MHIYK-
tuBHOM XT MpM OTCYTCTBUU TTOpaskeHUSI KOCTHOTO
MO3ra 1o JaHHBIM CBeTOBOI MUKpockonuu. CobpaH-
Heiii maTepuan (ITCK) noaseprasics 3aMopakMBaHUIO
B >KMJIKOM a30Te C MCIOJIb30BaHEM KPUOKOHCEpBaHTa
AMCO u xpanwicst B 6aHKe KocTHoro mo3sra HUN
KO POHII um. H.H. Bnoxuna. B ¢a3e noxkaibHOTO
KOHTPOJIS TIPOBEIeHO 36 OIepaTUBHBIX BMEIIIATETbCTB,
2 (5,3%) nanueHTa He OBLIM ONEPUPOBAHBLI BBUIY
HEBO3MOXHOCTHU BBHITIOJIHEHUS paguKaJlbHON omepa-
uun. M3 HUX: paguKajlbHBIX UCCEYCHUM OITyXOIU —
28 (73,7%), HepamIUKaIbHBIX (OITyXOJIeBbIe KIETKH TT0
Kkpato pesekunn) — 4 (10,5%), aMIryTranuii U 5K3apTUKY-
st — 4 (10,5%). CreneHb iedueGHOTO MaToMopdo3a
B OCTATOYHOM OIYXOJIM ONpeaessiach B 26 ciydasx:
1-s1 — 8 (30,7%) GoabHBIX, 2-51 ctenieHb — 14 (53,8%)
OONBHBIX, 4-51 cTenieHb — y 4 (15,5%) martuenToB. Jlyde-
Basl Tepanus Ha epBuuHbI ouar B COJL 45,6—53,2 Ip
nposeneHa 34 (89,5%) 6onbHBIM (2 manyeHTaM Oblia
nposeneHa Tojibko JIT, 32 maumenTtam JIT mpoBeneHa
Ha 00J1acTh JIoXa yaajgeHHo omyxomun), 4 (10,5%) JIT
Ha MEPBUYHBIA OUYar He MOJIYUYMJIM BBUIY BBIIOJIHEH-
HOI aMITyTalluy 1 3K3apTUKYIAINU. KpymHoIoapsHOe
o6yuenue jerkux B COJ1 12 Ip nposeneno 8 (21,0%)
JIeTSIM ¢ MHOXECTBEHHBIMU MeTacTa3aMH B JIETKHeE.
DTan KoHcoauaauuu, coctosmii uz 4 xkypcon ITXT,
AHAJIOTUYHBIX MHIYKIMOHHBIM, TTPOBOIUJICS C TEMO-
MOATUYECKON mommepxkKoil ayrogorndnbiMu ITCK.
ITocne xaxnmoro kypca I1XT Ha 7-ii 1eHb C LIEJIbIO Te-
MOITO3TUYECKOM ITOIIE PKKI TPOBOIMIIACH PeMHDY3HST
INICK B manbix go3ax — CD34% =0,9—1,5£0,1x10%/
KI. UHTepBan Mexay Kypcamu ObL1 oT 21 10 27 aHei,
cpennuit — 26%0,54 qHs.

PesyabTaThi

D dekTuBHOCT MHAYKIIMU (MOJHBINA 3¢ dexkT +
YaCTUIHBIN 3¢ PeKT) OblIa BEICOKOI 1 cocTaBmia 80%
no kputepussm BO3. M3 22 nalueHTOB ¢ JTOKaIU30-
BaHHOM ctagueit ymepau 4 (18,2%), MetacTaTU4eCKHi
peuuauB oTMedeH uepes 79, 54, 29 u 25 mec. B rpymnirie
u3 16 mereii ¢ MeTacTaTUYECKUM TTPOLIECCOM TTOTHOIIH §
(50%): 2 malmeHTa ¢ MopaxkeHreM JINM@OY3JIOB, 2 — C
MHOXECTBEHHBIMU MeTacTa3aMU B JIETKUX, 4 — C KOM-
OMHUPOBAaHHBIMU MeTacTa3aMu: JeTKue + JIMMQOy3Jbl,
Jierkue + Kkoctu B cpoku 14, 15, 24 n 9 mec, 6 manyeHTOB
OT pelininBa OOJIE3HN — METacTa3bl B JIerkue, 2 maiu-
€HTa — OT IPOTPECCUPOBAHMST METACTATUUECKOTO IIPO-
lecca B JIETKMX U MecTHoro peunansa. 2Kusbl 8 (50%)
MaluMeHTOoB: 2 MaleHTa ¢ MeTacTa3aMu B JIeTKUe, TpU
MEePBUYHOM OOpAIlIEHUH XXUBbBI B COCTOSIHUM CTA0UJIH-
zanuu nocie ITXT u JIT, 2 nanneHTa ¢ JoKaau3auuen
OITyXOJIX B 00JIACTY TOJIEHU U CTOIIbI, C METaCTa3aMU B
MMOJKOJIEHHbBIE U TTAXOBO-0eIpeHHbIE JTUMGOY3IIbI, 10~
cJie KOMITJIEKCHOTO JIEYEHMSI KMBbI C METACTATUYECKUM
PELMIMBOM B JIETKMX B COCTOSTHUM CTA0MIU3ALIUY TTOCIe
I1XT, 4 nauyeHTa ¢ MHULIMAJIbHBIM OPaXKeHUEM T1aX0-
BO-0OeapeHHbIX TUM(POY310B, MITKUX TKaHEl Oeapa u
TOJICHM XKMBBI 0€3 IIPU3HAKOB 00JIC3HU.

B HacTosIIeM MccieaoBaHUM NPOBEIEH aHalu3
o011eit 1 6e3pelIMINBHON BEKMBAEMOCTH MAIEHTOB
C CUHOBMAJIbHOI capkoMoii. OueHuBas pe3yJabTaThl
JIEYEHUs, OTMEUEHO, YTO MCITOJb30BaHNE MHTEHCHB-
HOro pexnma xumuorepanuu mno cxeme LIBK gocto-
BEPHO YBEJIMYMBAET O€3pELIMAMBHYIO BHIKMBAEMOCTh
MaleHTOB C CHHOBMAJILHOM capKoMoii 10 66,1+11,3%
(maHHBIe cTaTUCTUYECKU 1ocTOBepHEI, p=0,0097). O0-
11ast BBDKMBaeMOCTh nalreHToB 75,6+10,6%; p=0,003.

Oo0cyxKneHue

CuHoBHaTbHASI CApKOMa OTHOCUTCS K TPYIITIE PEIKO
BCTpEYAIOLIMXCS OITyXO0JIeii, TpeOYIOLIMX 00513aTeIbHOMN
rucrojiornyeckoil Bepudukauuu [10]. [IpumeHeHue
TOHKOWTOJbHON acCIMpaMoOHHON OMOTICUU OITyX0-
JIU U MOJIEKYJISIPHO-TEHETUYECKOTO UCCAEAOBAaHUS B
KayecTBe CTaHIAPTHOTO AMAarHOCTUYECKOTO MeToja
TTO3BOJISTIIOT B KOPOTKME CPOKH YCTAHOBUTH IMATHO3 1
Hauathb crielmaabHoe JedeHue [ 12]. [IporHoctuueckast
pOJIb pa3MepoB MEPBUYHOM OITyXOJIM XOPOLIO U3ydyeHa
MHOTMMM HCCIIe0BATEeIbCKUMU TpyIInamMu |2, 5, 7-9].
B HacTosiem ucciengoBaHnu y 6oabmHCTBa (68,4%)
MalKeHTOB pa3Mepbl MEPBUYHOTO OITyXOJEBOro oyara
MIPEBBILIAIN 5 CM B HAMOOJIbIIIEM U3MEPEHNH, CPETHUIA
00BEeM OIyX0Ju cocTaBui 59,8 cM?, MeTacTasbl Ha MO-
MEHT HauaJjia Teparuy BeIsIBICHBI B 42,1% ciydaeB, 4TO
MUKTOBAJIO HEOOXOMMMOCTh BKIIIOUEHUST UX B TPYIIITY
HeOJaronpusiITHOro rporuHosa. Cienyer OTMETUTD, UTO
B 4 cilyyasix y eTeil ¢ MeTacTaTUYECKUM TTopakKeHUEM
JIOKaM3alns TepBUIHOTO oyara Ha MOMEHT IOCTa-
HOBKM JMarHo3a He BbISBISIACh BU3YaTU3UPYIOLIMU
MeTOoJaMM UCCIeOBaHMsI, YTO yKa3bIBaeT Ha KpaiiHe
arpeCCUBHBIN XapaKTep OMyXO0Jiv, CKIIOHHOM K MeTac-
Ta3MpPOBAHUIO AaxKe ITPU HEOObIINX pazMepax. Hacto-
silee uccieloBaHue MoKa3aao BhICOKYI0 3 (hEeKTUB-
HocTh nHAYKTUBHOM [TXT B ocHOBHOI rpyrie — 80%,
MO3BOJIMBIIIECH JOOUTHCSI BOBMOXKHOCTU BBITTOJTHEHUSI
OPraHOCOXpaHSIOIIETro ONepaTUBHOTO BMeIlIaTeIbCTBa
3a CUeT COKpAIIeHMS pa3MepoB. ATeKBaTHOE ccede-
HUE OIyXO0JIM B 00beMe paauKalbHOU pe3eKIUU WIn
IIUPOKOIM PE3eKIINU C «IUCTBIMH», O3 OIyXOJIeBBIX
KJIETOK, KpasiMU IIpeICTaBIsIET COO0M KpaeyroJibHbII
KaMeHb B JIeUeHUU JaHHOU matojoruu [17, 19], B
HACTOSIIIEM UCCIeAOBAHUY YAATOCH TOCTUYb Y 89,5%
MaIIMEHTOB, YTO KOPPEJIUPYET C TAHHBIMU 3apyOesKHbBIX
KoJjer [18].

Llenmecoo6pa3HOCTh MTPOBEACHUS JTYIeBOI Teparmun
y OOJIbHBIX C CMHOBHUAILHOI CapKOMOI1 B mocJjieornepa-
LIMOHHOM TIEPHOJIe OCTAETCs MPEIMETOM HAayUHBIX U C-
Kyccuii. MynbsTru(aKTOpHBIi aHAIN3 TTOKA3aJT TYIIITyIo
0e3pelMAMBHYIO BBKMBAEMOCTb OOJIbHBIX, OCOOEHHO
¢ OOJMIbIIMMU pa3MepaMy MEPBUYHON OMYXOJH, TOJI-
BEPITIIHXCS JYIeBOM Tepalu B TIOCIIEOTIePaIliOHHOM
rnepuoje, corjiacHo gaHHbIM [3, 17—19]. YuutsiBas
COOCTBEHHBII OIBIT U OMBIT 3apYOEXKHBIX KOJIJIET, Mbl
TIPOBOAMIN aIbIOBAaHTHYIO JIy9eBYI0 Teparnuio 84,2%
maruenTtaM, b 10,5% we nonyuunu JIT B cBsa3u ¢
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BBIMIOJTHEHWEM Kajledanleil onepauuu. He ocrasisier
COMHEHMI B HEOOXOJUMOCTHU MPOBEACHUS alblO-
BaHTHOU [1XT mpuHaaIeKHOCTh NALMEHTOB HAIIEro
HCCle0BaHUS K He01aronpusiTHON MpOrHOCTUYECKOM
rpynirie [4]: Bo3pacT — 10 jieT, jokaau3zaius B 001acTu
TYJIOBUIIA U KOHEYHOCTEN, pa3Mepbl IEPBUYHOTO OYa-
ra, npesbimalomye 5 cm (T2b), Hanuume penunuba,
perMoHapHbIX U OTAAJIEHHBIX METACTa30B HA MOMEHT
MOCTaHOBKM 1MarHos3a. [IpoaHanu3upoBaB OMBIT IBYX
NeCITUIETUI, neauaTpbl-oHKoJJ0ru EBpornbl mpuIiLin
K BBIBOJLY, YTO MOJUXWMUOTEPAIIUS B JICUEHUU JeTei
C CMHOBMAJIbHOM CapKOMOW UTpaeT BaxKHYIO POJib B
OTJIMYME OT B3POCJIbIX MALIMEHTOB, Y KOTOPHIX CHHOBU-
ajibHasg capkoMa He yyBcTBUTeNbHA K [1XT. J.J. Lewis
u coanT. (2000) [14], npoaHanu3upoBaB 112 ciayyaen
CUMHOBHMAJIbHOM CapKOMBI Y TOAPOCTKOB U B3POCIbIX,
OTMeyvaloT, 4yTo B 11 ciayyasix mocjie TOJIbKO XUPYpTu-
YeCKOro JIeYeHUsI BOBHUKINW MECTHbIE PELMINBBI U Y
43 GoNbHBIX — OTAAJIeHHbIe MeTacTadbl. HecMoTpst Ha
aJeKBaTHOE XMpyprudeckoe jeueHue, y moutu 40% na-
LIMEHTOB Pa3BWJIMCH OTJIaJIEHHbIE METacTa3bl B TCUCHNUE
5 JIeT mocjie OKOHYaHUSI JIeYeHUs, 4YTO, OE3yCIOBHO,
yKa3blBaeT Ha HEOOXOAUMOCTDb MoucKa 3(PPpeKTUBHOM
cuctemHoit repanun. M.F. Okcu u coast. (2001) [16]
Ha OCHOBaHUM 33-JIETHEro OIbiTa HAOJIIOIEHWI Moa-
raloT, YTO y MalMeHTOB, MOJyYalolInX KOMILIEKCHYIO
Tepanuio, 0OoJibIe HAaAeXKAbl HAa 0JaromnoJlydHbIid UC-
xoJl. B rpyme nmanueHToB ¢ HeomnepadeabHOU OITyXO-
npI0 y 50% neteit GbLT MOJTyYeH XOpoIInii 3(pheKT oT
npeaonepalMoOHHON XUMUOTEepaIuu, MO3BOJMBIINIA
BBIMOJIHUTD LIMPOKYIO pe3ekiuto. besperuauBHas
5-JIETHSISI BBIKMUBAEMOCTh AETEe C JTOKAJIM30BAaHHOM
CUHOBMAJIbHOI CAPKOMOI, MOJYYMBIIIMX KOMILJIEKCHOE
JIeyeHue, tocturaer 44—68% npu pazmepax mepBUYHOMN
OITyX0JIX 0oJiee S CM M BBIXOJsIIIeH 3a mpene/ibl opraHa
(T2b), To ecTb y MaleHTOB, OTHOCSIIUXCSI K «BbICOKO-
My pucky» [1, 8, 9]. CneayeT OTMETUTh, YTO OCHOBHOI
npoOyieMoil, orpaHUYMBaIONIel MHTeHCU(PUKALIAIO
JIGUGHUSI, OCTAaeTCsl TeMaToJorMuyeckKass TOKCUYHOCTb,
KOTOpasi BO3pacTaeT ¢ YBEJIMYECHUEM 03 XMMUOIPE-
mapatoB. DPDOEKTUBHBIM CITIOCOOOM reMOTTO3TUYECKOM
MOJIEPKKU CIeAYyeT CUYMTATh NMIPUMEHEeHUEe CyOTpaHC-
IUIAHTAllMOHHBIX 03 CTBOJOBBIX KJIETOK Mepudepu-
YeCcKOoi KpOBH Kak (paKTopa 3aMeCTUTEIbHOTO JIEUYSHMUST
B Mpoliecce YrHeTeHUsT KpoBeTBopeHus. D.S. Hawkins
u coaBT. (2002) [11] Ha npuMepe MYJbTULIUKIOBOM
MHTEHCUBHOI XMMMOTEparnuu C IOAAEPXKKO rnepude-
PUYECKUMM CTBOJIOBBIMU KJIETKAMU MTOKa3aJ1 BO3MOX-
HOCTb MMPUMEHEHMUSI 3TOTO METO/IA B JICUEHUU OOTbHBIX
¢ IV crangueit pabgoMrnocapKoMbl, AECMOILIACTUYECKOM
MEJIKOKPYTJIOKJIETOYHOM OMYyXO0JI1 U 3JI0KaueCTBEHHOM
mBaHHOMBI. O0111as1 1 6e3pelAuBHASs 2-JI€THSISI BbIKI -
Bae€MOCTb JAETE ¢ CMHHOBUAJIbHOU CapKOMOW BBICOKOM
cTerneHu pucka cocrasuia 75,6£10,6 u 66,1£11,3%,
YTO HE MPOTUBOPEYMUT NAHHBIM MEXAYHAPOIHBIX UC-
clieloBaHW, TTPOBEACHHBIX B aHAJIOTUYHOM IpyIINe
0obHBIX [4, 18, 20].
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THE TREATMENT OF CHILDREN WITH SYNOVIAL SARCOMA

Khestanov D.B., Senzhapova E.R., Romantsova O.M., Kochieva V.V., Dzampaev A.Z., Aliev M.D.

Institute of Paediatric Oncology and Hematology N.N. Blokhin Cancer Research Center, Ministry of Health
of Russian Federation, Moscow

Key words: synovial sarcoma, pediatric oncology, chemotherapy

Improvement of the results of treatment of synovial sarcoma in children and adolescents is the target of this study. 38 chil-
dren and adolescents at the mean age of 10,5%3,7 years (18 males, 20 females) with synovial sarcoma were treated between
1999 and 2014 years in the Research Institution of Pediatric Oncology in the Russian Cancer Center. Treatment included
chemotherapy, radiotherapy and surgical operation. The toxicity of intensive chemotherapy was reduced by support of pe-
ripheral blood stem cells in the investigation group of patients. 2-year disease-free survival was 66,1£11,3%, overall 5-year
survival —75,6+10,6%.

66

CapKoMBI KOCTel, MSITKUX TKaHel 1 ormyxoiu Koxu Ne 3—2016



