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AHanun3 108 KNMHUYeCKnx Nncxogon
capkombl fOuHra y geten
Pecnybnuku benapycb 3a 15-netHnn
nepuop HabnoaeHn

Ewing's sarcoma in Belarus Republic: 15-year survival rate
and clinical features of 108 pediatric patients

Pesiome

Tepanus capkombl FOunra (CHO) npegycMaTpuBaet 10Ka bHbI KOHTPO/Ib (omepanys
u/vm ydeBast Tepaimst) 1 00s3aTeIbHOE UCTIONb30BaHME CUCTEMHOM Tepanui. Lenpio
UCCIeNOBaHMA OblIa OIleHKa [JOTTOCPOYHbIX ITOKa3aTe/lell BBDKMBAEMOCTH U AaHAJIU3
XapaKTePUCTUK TIALUEHTOB ¢ OIATONPUATHBIMU U HEO/IAaTONPUATHBIMY MCXOAMU
3aboneBanns. B ananms Bxmouensl 108 manyentos ¢ CHO 3a nepuop nHadmoperns ¢ 1999
o 2014 r. [TanmenTts! ¢ nITHDO nckmoueHsr U3 nccaeqopanus. [JanHble 0 IaleHTax
[OJTy9eHbl OT AeTCKOro cybKaHIjep-perucTpa (Bxmoden B ViHTepHaLMOHaIbHOE

arentcTBO Mccnepopanys paxka (IARC)). O6mas 15-m1eTHAA BbDKUBAEMOCTD JUIA BCeil
KOTOPTBI ITAL{MEHTOB cocTaBuna 49,5%, Ipy IOKaIM30BaHHBIX ) METACTATHIECKUX

dopmax ona 6pia 64,8% u 19,7% coorBeTcTBEHHO. He 6bI/I0 BbIABIEHO 3HAYMMBIX
OT/IMYUTL B XapaKTEPUCTIKAX NALMeHTOB (11071, BO3PACT, YPOBEHD JIAKTAT/EIM/[POreHa3bl
(JIAT), pasMep 1 IOKa/IM3aLMsA OLYXO/IM U JIp.), TIO3BO/IAIOUINX TPOTHOSUPOBATD MCXO]
3a00meBaHMsI TIEpef HadyaioM Teparmn. MoXKHO KOHCTaTUPOBATh, YTO MMOKa3aTenu
JIONTOCpouHOll BebKMBaeMocTy manuenTos ¢ CIO B Pecrrybnmke Benapych cOOTBETCTBYIOT
CTaHIAPTaM CTpaH C pasBUTOI CTPYKTYpOIl 3ApaBooXpanenys1. MeTtacrarnyeckne ¢dbopmbl
3a007eBaHMs TPEOYIOT JA/TbHEIIIEro OMCKa TepaneBTnIeckux noaxonos. Hosble Mapkepet
HEOOXOMMMBI [T PAHHETO IIPOTHO3YPOBAHNUSA TPETH MALMEHTOB C JIOKa/IM30BaHHBIMU
dopmamu 60/1e3HY, KOTOPbIE OKAXKYTCA PE3UCTEHTHHIMU K CTAHIAPTHBIM CXEMAM JIEYCHILA.

KmroueBpie cnoBa: capkoMa HOumnra, neyenne, BBLKMBAEMOCTD, JETH.

Abstract

Treatment of Ewing sarcoma (ES) include local control (surgery and/or radiation) and
systemic therapy as an essential component. The aim of this study was to evaluate the long-
term survival and to investigate whether patient characteristics differ between cases with
favorable and unfavorable outcomes. 108 pediatric patients from the Belarus Republic with
ES (not with peripheral primitive neuroectodermal tumor) of bone or soft tissue reported
to the sub-cancer registry database (included in International Agency for Research on
Cancer (IARC)) from 1999 to 2014 were evaluated. Survival rate was estimated via the
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Kaplan-Meier method and compared using log-rank tests and Cox proportional hazard
models. Overall survival (OS) was superior for localized EES compared with metastatic
forms (64.8% vs 19.7%; P<0.0001). Fifteen-year OS for the entire cohort of patients was
49.5%. Known clinical characteristics (age, sex, tumors volume and other) did not differ
between patients with localized SE depending on the availability of favorable or unfavorable
outcomes. Treatment results for patients with ES from the Belarus Republic comply with
generally accepted standards. Patients with metastatic status need new treatment strategies.
Searching for new predictive markers is necessary for early detection of resistant to
conventional treatment patients with localized ES.

Keywords: Ewing sarcoma, children, treatment, survival.

BBEOEHWE

Capxoma IOunra (CIHO) Bo3HMKaeT B KOCTAX UM MATKUX TKAHAX, M 4aCTOTA
BCTpedaeMOCTy 3a00/IeBaHNA B IONY/IALMK Mlajilne 18 ieT cocrapiseT

[IPUMEPHO 3 ClIydas Ha MWIIMOH JeTCKOTO HACE/IEHU; UMEET MECTO HEKOTOPOe
MIpefOMMHMPOBaHME Y NI MY>KCKOro Ioia (55% ManbYMKOB TIPOTUB 45% J1eBOYEK).
Jnst BceoObeMIIONIEN OL[eHK) Pe3y/IbTaTOB TepaIllni U IIOKa3aTesiell BBLKMBAEMOCTI
HeoOXOAMMbIM YC/IOBUEM SIBIIsIeTCst POPMIPOBAHNE KaHIEP-PeTUCTPOB C

1[e/IbI0 PErUCTPALMN TALIMEHTOB, CTAAMPOBAHMSA OHKOIOTMYECKOTO MpOoIecca

U TocTTeparneBTyeckoro Habmwogeuns [1-4]. Ilpumnurusuas nepudepudeckas
HeitpoakrogepmanbHast onyxonb (IIIH3O) ormryaerca or knaccuyeckoit CIO Ha
OCHOBaHMM HAUYMsI MaPKEPOB HeMPOHA/IbHOM fudPepeHIPOBKY, U PaHee OHa
paccMaTpuBaach Kak OT/e/bHass HO30/oruA [4, 5]. IlockonbKy sHaunMTeNnbHasA 4acTh
nanuenTos ¢ nITHDO neunnack mo cxemam, OTIMIHBIM OT Kinaccuueckoit CIO, Bce
crydan ¢ nlTHOO uckaoYeHs! M3 JTaHHOTO UCCIETOBAHMS.

Ot yerBeptu fo Tperu manyeHTos ¢ CIO uMeT MeTacTaTM4eCKOe pacpoCTpaHeHne 1,
COOTBETCTBEHHO, [V cTafmio OHKOMOrnueckoro mpouecca. Jlerkue — Hanboree yactoe
MeCTO 0OGHAPYIKEHNS METACTA30B, 3aTeM CIIELYIOT KOCTU ¥ KOCTHBIN MO3T. TpagiuiinoHHo
C XY/ILIVM IIPOTHO30M aCCOIMUPYETCH LeHTPaAbHasA U Ta30Bast IOKAM3aI s,

60/b1I071 06BEM HOBOOGPa3OBaHMs, OBBIIIEHHBIT ypoBenb JIJIT, 6onee crapumit
BO3PACT TAIMEHTA U OTBET ONYXOJIM Ha NpOBefeHHoe aedenne [5, 6]. Opnako Hanudne
MEeTacTaTUYECKOr0 PACIPOCTPAHEH NS PACCMATPUBAETCA KaK Haubosee 3HAYMMBIIt
daxTop MporHo3a, 1 GONBIIMHCTBO UCCIeROBaTeNel CTPATUUINPYIOT HAL[MEHTOR

Ha TPYIIIBI PUCKA UCXOJIsl TOIBKO U3 3TOro IpusHaka [7, 8]. Okomno 4 gecaruneTnit
Hasaj, 10 Hayasia 9pbl XUMUOTEpANny, BbDKUBaIO He 6onee 10% manuentos ¢ CHO.
[TanuenTs! morubamyu B TeueHne 2 1eT OT CYOKIMHNYECKIX MeTacTa3oB 3a0ojIeBaHns,
9TO 11 00YC/IOBIUIO HEOOXOAMMOCTD IPUMEHEHMA CUCTEMHON TePATUM /IS KypPalun
6ore3Hn. B pesybpraTe 3TOro Ha CerONHAIIHMIA JIeHb IPYU UCIIONB30BAHUM COBPEMEHHBIX
MY/IbTUMO/ANbHBIX TEPANEBTIYECKNX PEXKIMOB, BK/TIOUAIOIINX KOMOMHALMIO
XVMUOTEPANNH, ONePALNN 1 TY4eBOil TePaNy, yPOBEHD U3IeYUBAEMOCTH
noxanuzoBanubix Gpopm CIO gocruraer 60-70% [8, 9]. OpHako aTu JOCTIOKEHMA He
IpUBE/Y K YBEeMMYEHNIO KOIMYECTBA MOJI0XKUTENbHBIX UCXO/0B /IS MAI[MEHTOB C
Ha/IM4MeM METAacTa30B Ha MOMEHT ITIOCTAaHOBKM IMAarH03a; IOKa3aTe/ BbDKMBAEMOCTH
IJ1S1 HUX He IpeBbIaloT 15-25%, HeCMOTPs Ha MCIIONb30BaHMe BHICOKOVMHTEHCYBHBIX
XMMUOTEPATIEBTUIECKNX PeXUMOB [8, 9]. B HacTosA1eM nccieoBaHum NPUBEJEHDI
pesyibrarsl edenns 108 mauneHToB B Pecrry61MKaHCKOM HayqHO-PAKTUIECKOM
IleHTpe JIeTCKOI OHKOMOrnM, remaronoruy i ummynonoruy (PHIILIOTU) Pecrry6nuku
Benmapyce (Pb) 3a 15-nmeTHumit mepuog.
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LIEJTb NCCJTEAOBAHUA

OreHka rokasarerieil [OMTOCPOYHOI BEDKIMBAEMOCTH 1 aHA/MN3 UCXOMI0B ManyenTos ¢ CIO
I/ YCTAHOBJIEHMA OT/IMYMI B KIMHMKO-NATOIOIMYECKMX XapaKTePUCTUKAX MallIEHTOB C
OTaTOTIPVSITHBIMY M HEOMATONPUATHBIMY Pe3y/IbTaTaMy TePaIiL.

MATEPWAIJIbl N METO/bl

Bplmit ncnonb3oBaHbl faHHble eTcKoro cyOxaHIep-perucTpa (BKIOYEH B
VuTepHanmoHaabHoe areHTCTBO nccnenoanms paka (IARC)), B koropom ¢ 1999 o
2014 . sapeructpuposansl 108 manmenTos ¢ CIO, pmarnoctuposanusix B PHITIIOTN,
KOTOPBII SIBJISIETCS €IMHCTBEHHBIM YUPEXK/ICHMEM /IS JIe4eHNs ieTell U IIO[POCTKOB

PB no 18-nmetHero Bospacta [10]. [l HOCTAaHOBKM A1arHo3a UCIIONb30BAINCH
TYICTOIOTMYECKUIL, UMMYHOIMCTOXUMUYECKIIT ¥ MOEKY/ISIPHO-OMOIOTMIeCKII METO/BL.
[TanyieHTaM OCYIIECTBIIAICS JIOKAIbHBIN KOHTPO/b (Onepanys, onepanus + 1ydesas
Tepalus, TONbKO IydeBas Tepaniu) ¥ IPOBOAWIOCH IPOrPaMMHOE CUCTEMHOE JIeUeHNe.
Vicrionp3oBanuch 4 pexxuma CucTeMHON xumuorepanuu. Pexxum A 6asupoacs Ha
pexoMeHmanusax EBporeiickoro ob1iecTBa OHKOIOrOB 11ocie 1992 T.: MCIOTb30BaNNCh
BUHKPUCTIH, JOKCOPYOULMH, TaKTHHOMMUIIVH, STOMO3M, a TAK>KE A/IKIINPYIOLIe
arenTtsl ndochamuy n nuknopochamuy B pexxume pargomusanuu [11]. ViagykunonHas
cxeMa pexxuma B coorBeTcTBOBaIA pEKOMEHIALMAM aMEPUKAHCKIX IeTCKUX

oHkosoros i1 koctHot CHO u moyipasymeBaa mpoBefieHue B a/IbTepHUPYIOLeM
pexiiMe 6I0KOB BUHKPUCTIH/JOKCOPYOULIMH/1iuKnopocdamu, 1 aTornosus/
udpochamup [12]. Konconupupyomas Tepanus pexxuma B mpoBoanmacs mocpencTBoM
BBICOKUX J103 Oycynbdana u MendanaHa ¢ IOLAEPXKKOI epudepudecKoil CTBOIOBO
kieTkoir [13]. Pexxum C 6asuposacs Ha pekomeHpanusax EBporeiickoro o6iectsa
OHKOJIOrOB 110csie 1999 I.: MHAYKIMOHHbIe 67TOKY OBIIN YeThIPEXKOMIIOHEHTHBIMU
(BUHKPUCTHH, JOKCOPYOuIuH, ndochaMny 1 9TOM031 ), KOHCOMUANPYIOLAs TePATIII
ObI/Ta TPEXKOMIIOHEHTHO (BUHKPMCTUH, ndocdamny, aktrHomuiys J) [14, 15].

JIJ1s1 cenmeKTMBHBIX MAlJMeHTOB peskyiMa D, HapA[y ¢ 4eThIpeXKOMIIOHeHTHO MHIYKIuei
U TPEXKOMIIOHEHTHON KOHCOMUALIMelL, TPUMEHSIIAch O/T0Ka/a aHTMOTeHe3a IPerapaToM
OeBam3ymMab Ha OCHOBAHNH YPOBHEI MapKepOB aHIMOTeHe3a B TKAHI OIIYXOJIN Heper
CUCTEMHO TepaIneit.

IMocrie OKOHYAHUSA JIeUeHMS TALMeHThI Habmoganucey [leTckum cyOKaHIep-
perucrpom Pecriy6imku Beapych ¢ HOCTOAHHBIM OOHOBIEHIEM CTATyCA.
IlmurenbHOCTb 6eccobbrTuitnoi BeikuBaemoctu (BCB), o6uiert BpxuBaemoctu (OB)
U KyMY/IATUBHOM YyacToThl peruausa (KYP) ucancnsimace oT BpeMeHU MOCTAHOBKY
VHUIMAJIBHOTO IMaTHO3a.

CraTtuctudeckas 06paboTKa IIOJTYYEHHDIX JAHHDIX IIPOBOLMU/IACH C MICITONBb30BAHMEM
nporpammbl R-statistics Bepcms 3.2.0, R Foundation for Statistical Computing,
munensuss GNU GPL. Onenka cTaTucTUYecKOi 3HAYMMOCTH PasIMInil MeXy
CpaBHMBAEMbBIMM KOJMYIECTBEHHBIMM ITIOKa3aTe/IAMK NIPOBOAMIach U-Kpurepuem
Tecta ManHa — YutHu. CpaBHeHMe B TPYIIIAX [10 MHAMBU/IYa/IbHBIM IapaMeTpam
MPOBOANIOCH ¢ momoIbio TecTa X*. Kpusbie OB un BCB BoicTpansau 1mo MmeTopy
Kamrana — Meiiepa (Kaplan — Meier); /151 CpaBHUTENIBHOI OLIEHKH JIOCTOBEPHOCTH
pasnuyuit UCIoib30Bany Aorpanrosbiii Kputepuii (log-rank test). Kymynsarusuas
YaCTOTAa BO3SHMKHOBEHNA COOBITIII PaCCUMTHIBAIACH METOIOM KOHKYPUPYIOLIUX
PYMCKOB, pasnmyums KyMy/AATUBHDBIX YaCTOT OLIeHMBA/INCh C MCIIO/Ib30OBAHUEM TECTa
Gray. Pasnmuus cuMTanm CTaTUCTUYECKY 3HAYMMBIMU IIPU BePOSITHOCTY OMINOKM
MeHee 5% (p<0,05).
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PE3YJIbTATbl W OBCYXAEHWE

Y 5 us 108 (4,6%) narmenTos (1 ¢ ToKanu3oBaHHOI GOPMOIL, 4 C METACTATUYECKOVT)
KOHCTATUPOBAHBI OTPUTIATENIbHblE COOBITHS, He CBA3AHHDIE C BO3BPATOM 3a00/I€BaHA.
CmepThb OT MHPEKLIMOHHBIX OCIOXKHEHMTT 63 PU3HAKOB HA/IMYNA PEIMNBA OTMEIEHA B
4 cygasx (1 moxanpHas, 3 MeTacTaTIecKme dopwmbl), 1 y 1 manuenTa (MeTacTaTuyecKas
dopma) nmesna MeCTo BTOpast OITyXo/b (0OCT€0CAPKOMA) NIOC/Ie OKOHYAHNS JIeYeH NS
OCHOBHOTO 3a00JIeBaHNsA.

YyuTbiBasi, YTO HAAN4IME METACTATUYIECKOrO IIOpAXKeHA HAa MOMEHT IIOCTAHOBKU
OyarHo3a AB/IACTCA Hanbojee 3HAYMMBIM (baKTOpOM IIpOrHosa, KAMHUKO-TIaTOIOTMYECKIE
XApPAKTEPUCTUKHN ITATNEHTOB C JIOKA/IM30BAaHHbIMM U ME€TACTATUIECKUMMN (I)OpMaMI/I CIO
OLEHMBAINCb OTOEIbHO.

K/IMHIKO-TIaTOIOTNYECKIe XaPAKTEPUCTUKI NIALMEeHTOB C T0KaMU30BaHHbIMI GopmMamm
CIO mipepicrasnenst B Ta671. 1. ITanmeHThl ObUIN pasjie/ieHbl Ha 2 TPYIITIbL HA OCHOBAHUM
HA/IMYNS WIM OTCYTCTBHUA PeLUAnBa / IPOJO/DKEHHOTO pocTa saboneBanys. Kak BupiHo
113 JAHHBIX, IPECTABIEHHBIX B Ta0/L. 1, My>KCKOIA 10/ HECKONBKO Npe0bafa B rpymme ¢
peuupuBamu (56,5% vs 39,6%), OHAKO OTHOCUTEIbHbIE 3HAYEH VST KOTMYECTBA TALlEHTOB
BO3pAacTOM cTapiiie 14 et Obivt GoIbiie B IPyIIIie ¢ 67aronpuATHBIMU UCXOMAMY
3abonesarns (30,4% vs 35,4%). YposeHnb JIJIL, Hapapy ¢ pasMepaMit OITyX0/IeBOTro

04Yara, BApbUPOBA/ICs B IIMPOKMX AMAIIA30HAX 1 3HATMMO HE OTIMHA/ICA IPY OLICHKE
MeMaHHbIX 3Hauenuit. Hanbosnee 9acToil IoKanmusameil epBUIHOIO OITyXOIeBOro oYara
B 06enx rpynmax 6put KoHedrocTu. O6panaer Ha ce6s1 BHUMAHME GO/IBIINIT TPOLIEHT
JIOKa/IM3ALUY OITYXO/IU B KOCTAX Tas3a B IPyIlIie [ALJIEHTOB C HAIMUNEM PEMUCCHIL.

Bce clyuay TOKaM3aIyi TATONIONMYECKOTO ITPOIIECCa B IO3BOHKAX MMe/ O/1arOmpuATHbI
ycxop 3a60nmesanus. Takoke Kak MHTePECHOe HAOTIOeHNE MOKHO OTMETUTH TOT PaKT,

YTO BCe CTydayt TOKATM3aLMN OIYXO/H B Mao6epIioBoil KOCTH I TIPE/IUIeYbe OKa3aluch

B IpyIIe peluinBoB. He KOHCTaTMPOBAHO SHAYVMMBIX PA3IUINil B POLEHTE IMPOKIX
pe3eKLi, Tk ke KaK ¥ B OTHOCUTEIBHOM KOTMYECTBE MALMEHTOB, KOTOPBIM GbITo
BBIIIOJIHEHO XUPYPIIUYecKOe BMEMaTeNbCTBO.

JlydeBast Tepamus B KadecTBe eAMHCTBEHHOTO METOJIa MECTHOTO KOHTPO/IA ObITa
BbINIONTHEHA B 52,4% c/TydaeB B IPyIIIe ¢ peluiBaMu 1 B 43,7% B rpymme ¢
61aronpUATHHIMY UCXOfaMu 3aboneBanus mokanmsosanHoi CI0. Ormeven 601N
ynenbublit Bec (13,0% vs 4,2%) crydaeB UCIONb30BAHNA TPOTOKO/IA XUMUOTEPATINN
o6pasiia 1992 r. B TpymIie ¢ He6MArONPUATHBIMU HCXOAMY 3aboeBanuA. Pexxum
xuMyoTepammu D darie IPUMEHSICA Y HAIMEHTOB C O/1aronpyATHRIMU UCXOMIAMMU.
[MCTOMOrM9ecKMil OTBET OLIEHNBAIICA TONBKO Y NALMEHTOB C IIOTHBIM XUPYPIUIECKUM
yharneHneM HOBOOOPA30BaHIA; HE OTMEUEHO S3HAUNMOIH PASHUIIBI B OTHOCHTENbHOM
KONMM4YecTBe MALMIeHTOB C BhIpaKeHHbIM maTtomMopdosom (mMeHee 10% BUTaTLHBIX
OTYXOJIEBBIX KJIETOK) B CPaBHMBAEMBIX IPYIIIAX.

KJ/IMHMKO-TTATONOTUYECKIE XaPAKTePUCTYKY TAMEHTOB ¢ METACTATNIECKUMM dbopmamnu
CIO mpeyicrapensl B Tab71. 2. COOTBETCTBEHHO OXKMJ[AEMOMY IIOXOMY ITPOTHO3Y, Y 24

13 32 IAIEeHTOB B 9TON KoropTe (75%) ObIT KOHCTAaTUPOBAH PEnNiNB 3ab01eBaHMs.
OrMedeHO MpeolIafaHye UL MY>KCKOTO TI0NIa B TPYIIIe ¢ peluanBamMu MeTaCcTaTUIECKON
CIO. KOHCTaTMPOBaHO, 4TO HI OJHOTO C/Ty4asi 6/1aronpusTHOTO MCXOAa 3aboneBaHms He
6bII0 Y TTALMEHTOR CTapiie 14-1eTHEr0 BO3pacTa. Taxoxe OTMEUYEHO, UTO 3a 15-71e THUIL
TIepUOT He GO C/Iy4aeB METaCTaTNYeCKOTO PacnpOCTPAHEeHNs MPU YCTOBIY JIOKA/IM3 AN
OTTyXO/IEBOTO OYara B CKe/leTe BEPXHETO I/IEYeBOTo Mosca (kmrounia, TOTATKA, I7IeY0,
npejieybe, KIUCTh). T1alienTsr, KOTOPhIM ODbUIO BBITIOIHEHO XUPYPIUUYECKOe yjaneHue
Oy XOJIM, JIOKQIM30BA/IUCh B TPYIIILY C 6/1aronpuATHBIM HCXofoM 3abonesanus. lIporeHT
JICTIONb30BAHHBIX PEKMMOB XUMMOTEPATINHM ObI1 CONOCTABYMM B CPABHMBAEMBIX IPYIIIIAX.
Cpefyt BBDKMBILVX TAIIEHTOB C METACTATUYECKOI CIO 60mpmHCTBO (62,5%) COCTaBUIN
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ClyYan ¢ M30/IMPOBAHHBIM HOPaXKeHNeM jlerkux. B rpyrime ¢ peqyuauBaMy CUTyanus 6bima
obpaTHas 1 60IbUIMHCTBO (79,9%) cOCTaBUIM CTyYau C IOPaXKeHMEM KOCTel, KOCTHOTO
MO3I'a WIU MY/IbTICUCTEMHBIM METACTATIYECKUM PACITPOCTPAHEHVIEM.

Tabnuuya 1
KnuHuko-naronornyeckue XxapakTepucTukm naunueHToB ¢ ToKannsoBaHHbimu ¢opmamm CHO
MauveHTbl MauneHTbl
| C peungansom, 6e3 peunauBa,
XapaKkTepunctmnkm n=23 n=48 P
n % n %
Mon
My»ckon 13 56,5 19 39,6 10,1795

' KeHckumn 10 43,5 29 60,4
BospacT, rogpbl
<14 16 69,6 31 64,6 0,6779
>14 7 304 17 354
NAr ea/mn 450 B 427 B 04323
meamaHa (MMH. — MaKc.) (144-779) (166-1028) d

| AHaTOMMUECKan NoKanusaumsa
Bbeapo 6 26,7 9 18,9 0,4785

' BonbluebepLoBan KOCTb 4 17,2 10 22,3 0,7330
Manob6epuoBas KocTb 3 13,1 0 0 0,0105
Crona 2 8,6 2 4,2 0,4386
Kntounua 0 0 2 4,2 0,3207
JNlonatka 1 4,3 1 2,1 0,5894
Pebpo 0 0 3 6,3 10,2205

' Mneuo 1 4,3 7 14,7 0,2018

' Mpegnneybe 2 18,6 0 0 0,0382
Kncrtb 0 0 1 2,1 10,4857
Yepen 2 18,6 1 2,1 10,1949
Mo3BoHKM 0 0 3 6,3 0,2205
Ta3 2 8,6 9 18,9 0,2732
Pasmep onyxonu, cm 8,9 B 8,4 i 0.8697
MearaHa (MUH. — MaKc.) (2,4-20,0) (3,0-20,0) !
O6bem onyxonu, Mn 124 - 114 B 0,4547
MeaunaHa (MUH. — MaKc.) (11-330) (18-754)

' Onepauun |
LLinpokana pesekuyuns 6 26,1 16 34,1 0,5366
YacTnuHana pesekumna 4 17,4 10 1 20,1 0,7330
He BbinonHanacb 13 56,5 22 45,8 0,3992
JloKanbHbIN KOHTPONb !

TonbKko onepauua 7 33,3 15 31,3 0,9446
Onepauua n obnyyeHne 3 14,3 12 25,0 0,2481
Tonbko obnyueHune 11 52,4 21 43,7 0,7467
[ncTonornyeckuii otset
Hekpo3 =290% 5 83,4 16 76,2 0,3165
Hekpo3 <90% i 16,6 5 23,8 0,3896
Pexxum xummoTtepanum ‘
Pexxunm A* 3 13,0 2 4,2 0,1713
Pexxum B 12 1523 16 1336 0,1285
Pexxum C 6 26,0 14 28,6 0,7872
Pexxum D 2 8,7 16 33,6 0,0255
Mpumeyaxne:

* onucaHne PEeXMOB XMNOoTEPannn NpencTaBiieHo B riase <<MaTepv1am>| N MeTobi».
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Tabnuua 2

KNMHMKO-NaTonornyeckne XxapakTepucTKn NauneHTos ¢ meTactatndeckumn ¢popmamn ClO

XapakTepuncTmkm

Mon
- My»ckon
| KeHckun

' Bospacr, rogbl
<14
>14

|NAT, ea/mn
| MefvaHa (MVIH. — MaKc.)

beppo

. bonbiebepuosasa KOCTb
' Mano6epuoBas KOCTb
Crona

Kniounua

Jlonatka

Pebpo

TMneyo

' Mpeanneube

' Knctb

‘Yepen

[Mo3BOHKN

' Ta3

Pasmep onyxonu, cMm
meguraHa (MUH. — Makc.)

| O6bem onyxonu, Mn
' meamaHa (MUH. — MaKc.)

' Onepauyus

| LLinpokas pesexkuyns
YactuuHas pesekuns

| He BbinonHsnaco

| JloKasbHbI KOHTPOTb

- Tonbko onepauua

' Onepauyia n obnydene
Tonbko obnyuyeHne

' TucTonornyeckun oTseTt
Hekpo3 =290%
| Hekpo3 <90%

MTC n3onnpoBaHHO B fierkue
| Opyrve
Pexxum xumuoTtepanum
' Pexxkum A*
- Pexxkum B
' Pexxnm C
 Pexxum D

Mpumevanne:

118

WO OOOOOOO—=—N

| MayneHTbl

< peunguBom,

:n=24

n

:%

75,0

25,0

11
13

1622
1 (260-2910)

- AHaTOMMYeCKas floKanm3ayms i

112
19,6

(3,0-30,0)

1114,0 L
(18,0-3852,0)

45,8

54,2

84

4,2

87,4

14,3

85,7
100,0

20,1
79,9

62,5

37,5

n

'8

W= 00000000 = =N

|9 N o) o w

wun ON

N = U O

' NaumeHTbl
| 6e3 peumpaunBa,
'n=8

0

1603

(290-808)

11,3
(5,0-14,0)

1929

| (284-514,2)

[cNeoNeoNeoNoleloNe]

%

/50,0
/50,0

1100

25,0
12,5

t12,5

12,5

375

37,5

162,5

37,5

62,5
1100,0

1625
137,5

62,5
125
125,

* onucaHune peXrumoB XxumuoTtepanmn npeacTaBneHo B rnase «MaTeleaﬂbl n MeTodbi».

10,1864

10,0069
10,5749

10,8204

0,3991

10,3991

10,9886
10,5395

10,1157

10,2670

10,0491
10,5575
10,1167

10,0016

0,2935

10,4959

10,3991

10,0277

10,9986
1 0,07840,5191 |

Mpi onernm nokasaremu bCB, OB u KUP 3a 15-nmeTHuit epnop, HaOIIOMeHus KaK s
Bceit koropThl manuenToB ¢ CIO, Tak 1 OTAeNbHO [/Ist METACTATINIECKNUX 1 /IOKA/IM30BAHHBIX

dbopm 3aboneBaHuA.

Kaxk nipenicrasrneno Ha puc. 1, BCB et koroptsl CIO cocrapua 49,2%, 1A TMallIeHTOB

¢ MeTacTaTMYECKUMI 1 JIOKaIM30BaHHbIMI (popMaMyt oHa 6pina 19,5% u 64,5%

COOTBETCTBEHHO.
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Tokanuaosarmsie HopMet
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.
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Bpewms, roabl

Puc. 1. BeccobbiTuiinas BbiXXNBaemoCcTb nauneHTos ¢ ClO B 3aBUCMMOCTU OT PAcnpoCTPaHEHHOCTY
npouecca

JlokannsoBaHHble popmbi: N=72, 48 6e3 cobbiTnA [64,5%16,0%)]
Bce naumenTbi: n=108, 56 6e3 cobbiTns [49,2%+5,1%]

Meracratnueckmne popmbi: n=36, 8 6e3 cobbiTnA [19,5%:+6,9%]

OB (puc. 2) ms Beeit KOropThl cocTaBmia 49,5%, M1 ManyeHToB ¢ MeTacTaTUuIeCKUMN
u 7oKanu3oBaHHbMU GopMamy oHa Obima 19,7% u 64,8% COOTBETCTBEHHO.

KYP (puc. 3) ms Bceit KOTOPTHI cocTaBuia 45,2%, [yisl MALVEHTOB C METaCTaTUIECKUMMU
7 ToKanmu3oBaHHbIMU GopMamu oHa Obina 68,6% 1 33,9% COOTBETCTBEHHO.

Nokanu3osarHbie hopmbl

b e e - o

0.5 .

BepoaTHOCTb

0.4

0.3 1 5

0.2 - TTTh MeTacratnyeckne hopmsl

04

0.0

0 5 10 15 18
Bpewms, roabi

Puc. 2. O61as BbhKMBaemMocTb naymneHTos ¢ ClO B 3aBMCMMOCTY OT pacnpoCcTpaHeHHOCTH npoiecca
JlokanusoBaHHble popmbi: n=72, 49 xusbi [64,8%:+6,0%]
Bce nayuentbi: n=108, 57 »usbl [49,5%5,3]

Metacratnueckue popmbi: n=36, 8 usbi [19,7%+6,8%]
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Puc. 3. KymynAaTuBHaA YyacToTa pa3BuTus peunamnsos y naumenTos c ClO B 3aBucnmoctun
OT pacnpocTpaHeHHOCTH Npouecca

JlokanuzoBaHHble Gopmbi: N=72, 23 peuupausa [33,9%16,0%]

Bce nayueHTbi: n=108, 47 peunansos [45,2%+5,0%]

MetacraTunueckue ¢popmbi: n=36, 24 peyupansa [68,6%18,1%]

Taxum o6pasom, nevenue nauentos ¢ CIO npepycMaTprBaeT MECTHBIN KOHTPOJIb
(oneparust u/vnu yveBas Tepamyisi) X CUCTEMHYIO NOMMXUMMUoTepanio. Jlo Hactosmero
MOMEHTa He OTIPeNeIeHa ONTUMA/IbHAS CTPATers CUCTeMHOTO iedenns: B CeBepHO
Amepuke u 3amagHoit EBpoIie ncnob3yloTcs pasmdHble TePaneBTUIecKie IIaHbL.
CoBpeMeHHbIe pe3y/IbTaThl IeUeH s SHAUNTeILHO JTydIlie TAKOBbIX HECKO/IBKO HeCATUIETUI
Ha3ajl, HO Jlayke MaKCUMAJIbHO TOKCUYHBIE CXEMBI He I103BOJIAIOT JOCTUTHYTh Nporpecca
B Tepanuy MOaB/AOIEro OONBIINHCTBA TALJMEHTOB C METACTATNYECKMM NOPaKEHNEM
U OKOJIO TPEeTH JIOKaNnu30BaHHbIX Gopm 3aborepanus [14, 15]. CooTBeTCTBEHHO
ucTOpuYecKnM aTanam, B PB 1CIonbp3oBamich pasmudaHble TOXO/bI /s Tepannm
manuentos ¢ CIO. B HacTosmeM UCC/IeOBAHNN IPECTABICHD! PE3y/IbTAaThl IeYeH

3a 15-71eTHUIT TTIepyrof], HabMIoIeH s M OCYIIECTB/ICH aHAIN3 KIMHUKO-IIATO/IOTMYeCKUX
XapaKTePUCTUK MAIMEHTOB ¢ OIATONPIUATHBIMU 1 HEOIATOMPUATHBIMY UCXONAMU
3ab01eBaHmA.

[Ipu oLjeHKe XapaKTepUCTHUK HALMEeHTOB ¢ nokanusopannoi ClO npu penunuse
3a6071eBaHMsI M HAXOJAMIMXCA B PEMMCCUM KOHCTaTUPOBAaHA COMTOCTABUMOCTD
CpaBHMBAEMBIX IPYIII II0 GOIBIIMHCTBY CPABHMBAEMBIX T1lapaMeTpoB. Takne mapamMeTpsl,
kak yposenp JI[IT' 1 pasMepbl HOBOOOPAa30BaAHMsl, XaPAKTEPUSYIOTCS 3HAUMTE/IbHDIM
[MANa30HOM U He MOTYT OJJHO3HAYHO XapaKTepU3OBaTDh Ty MU/IM MHYIO CPABHUBAEMYIO
KOTOPTY TIpM JIOKaIM30BaHHbIX popMax 3aboneBanus. B rpymie ¢ HeOmaronpuaTHBIMU
ucxogamMu 3a60MeBaHNsI HECKOMBKO IPe0OIafiamy IalMeHThl MYXCKOTO MO/Ia, HO
MIPUHAJJISKHOCTD K CTapIIell BO3PACTHON IPYIITIe He OKasaja BAMsHME Ha pe3y/IbTaT
tepanuu. Hanbornee 4acToii 10Kanusaipyert epBIIHOrO OMyX0IeBOTo ovara B 0benx
rpynnax 6eum KoHeyHoctn. O6paiaeTr Ha ce6s BHMMaHMe GO/bIINIA TPOI[EHT
JIOKQ/IM3AUY OIIYXO/IM B KOCTAX Tasa B IPYIIE MALIMEHTOB C HATMYMEM PEMUCCUN.

He oTMeueHO pasHMUIIBI B IPOLIEHTE CIyYaeB C BhIPAKEHHBIM IMOCTTEPAIeBTUYECKUM
naroMop(030M, HO HEOOXO[IMO OTMETHUTD, YTO UCCTIEJOBAHNE IPOBOJMIIOCH TOTIBKO
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TpY BO3MOXKHOCTY IIO/IHOTO Ya/IeH s OIyXO/IeBOro o4ara. MO)XHO KOHCTaTUPOBATD, 4TO
I TOKAMU30BaHHbIX (GOpM 3a00/1eBaHNA HAOMIONAETCS SHAYNTE/IbHAS BapyabenbHOCTD
B OlleHKe 3HAYeHMIT M3BECTHDIX KIMHUYECKUX XapaKTepUCTUK. Ha ceromHsAmnuil ieHb
OHJ MMEIOT OTPaHUIEHHOE B/IMsIHME Ha IPeJICKasaHne HeYJ0B/IeTBOPUTENIHHOTO NCXOMIA
u popMMpoBaHIie IITAaHA MHUIMABHON XMMUOTEPAIINY; B 6a30BbIX COBPEMEHHBIX
MPOTOKO/IAX JIeYeHNsI MHIyKIMOHHAS TePalns, KaK IPaByIO, NCHTUIHA y BCEX
MepBUYHbIX TALMEHTOB [6, 7, 12, 14]. [Touck HOBBIX IPOTHOCTNYECKIX MAPKEPOB,
BEPOATHO, CBA3AHHBII C MONIEKY/IAPHO-OMONOTMIECKUMI MapKepaMu HOBOOOpa3oBaHMS,
HEeOoOXOIMM /I BOSMOXKHOCTY CTpaTidUKaly IaMEeHTOB 9TO KOTOPTHI HA IPYTIIIbI
pycKa Tepes HadanoM Tepanun (6, 7, 15].

Hanuuuye MeTacTaTu4ecKoro NopaKeHms: 0CTaeTCs HEOCIIOPUMBbIM (axTOpOoM 1I0X0ro
KJIMHMYECKOTO MCXo/ia 3a00/1eBanys, ¥ 9Ta CUTyalus MPAKTUIECKY HEM3MEHHA 3a
HECKOJIBKO JIeCATUIETUI Ky PaLuy MALIUEeHTOB ¢ CIO [8, 9]. B namrem uiccnegoBaHuM
KOHCTAaTUPOBAHO OTCYTCTBUE OIATONPUATHOIO UCXO/A Y NALMEHTOB CTaplie 14 net

¢ MeTacTaTudeckumu popmamu 3ab60neBanus. B rpyIie nangueHTos ¢ pemuccuen
6OMBILMHCTBO OBIIO C M30IMPOBAHHBIMYU METACTA3aMI B JIETKMX, YTO MOATBEPXKAAET
HECKO/IBKO JIy4IINII IPOTHO3 BBKMBAEMOCTH /151 9TON KOTOPTBI 10 CPABHEHUIO €
MeTacTasaMy JIPYTUX JOKanusanuii [6, 7).

[Ipu 0O beaVHeHHOI OlleHKe KIIMHNYECKNX MICXO/I0B 1519 manmeHTOB C KOCTHOM

CIO Appelbaum et al. koHcTaTHpOBamM 62,6% BEPOATHOCTH OOLIEN BBDKMBAEMOCTH

14 ToKanu3oBanHbIX GopM [9]. laHHBIE eBPOTIENICKNX U CeBEPOAMEPMKAHCKMX

ABTOPOB CBUJIETENIHCTBYIOT, 4TO pesybrarsl BPB 1 OB 1 okanusosaHHbIX GopM
3a6071eBaHNs KOMEOMIOTCA B inaniasone 60-70% [yist IOKann30BaHHbIX GOpM, HO
OCTAIOTCA HEYNOBIETBOPUTENbHBIMY (<25%) Y TIAI{MEHTOB C HA/IMYMEM METACTATUIECKOTO
OPAKEHNs Ha MOMEHT MOCTAaHOBKM AuarHosa [8, 9]. Ilo pesynbraram o6beAMHEHHOTO
aHa/M34a, OKOJIO TIO/IOBIHBI BCEX TMATHOCTUPOBAHHbIX ManuenTos ¢ CIO BpokuBaoT
cornacho ganubiM perncrpos CIIA (SEER, Surveillance, Epidemiology, and End Results,
2014) u Esponst (ACCIS, Automated Childhood Cancer Information System, 2007) [5, 8].
AHanus JOMTOCPOYHBIX TTOKA3aTeIeil BBUKMBAEMOCTY ManueHToB PB mokasas, 4To yposeHb
BCB 1 OB xax B 061meit Koropte naiueHTos (49,5% 1 49,7%), Tak 1 NpU TOKa/IN30BaHHBIX
dopmax, olleHeHHBIX OTZeILHO (64,5% 1 64,8%), COMOCTABMM CO CTaHJAPTAMY CTPaH C
PasBUTON CUCTEMOI 3jpaBooXpaHenusl. Heo6X0RMMO yUMTHIBATD, YTO HEHTPaIn3anis
[MATHOCTUYECKMX U JIe4eOHBIX MEPOIIPUATHUIL B O[HOM BbICOKOCIIEL[a/IN3UPOBAHHOM
YUPEeX/IeHUN HO3BOJISET YBEINYUTh BEPOATHOCTD G/IArONPUATHBIX UCXOIOB [T BCEX
HeANaTPUIEeCKNX TALMEHTOB CTPAHbI C [AHHO TIATOIOTHE.

Tax1M 06pasoM, MOXKHO KOHCTATHPOBATh, YTO COBPEMEHHDIE I/IAHBI TEPATINY OCTUI/IN
MaKCUMAaabHO TOKCMIHOCTH, HO He MOTYT IIPEBBICUTD ONPE/IETIEHHOTO YPOBHSA

5 PeKTMBHOCTI. B CBA3Y C 3TMM MONCK HOBBIX TEXHOMOTUI AMATHOCTUKY U JIEYEHVLS,
BEPOSTHO, CBA3AHHBIX C OIyXO/IEBbIMU OOMapKepaMi, HEOOXO/MIM CETOfHA [/ PAHHErO
OTIpefie/ieHNs IALEHTOB, KOTOPbIe Oy/lyT PE3UCTEHTHBIMI K TEPAIlUy ¥ Pa3OBbIOT
penyius 601e3HN B OypKajiiee BpeMsi OT Hadala JIeIeHNA.

3AK/MIOYEHUE

[lonrocpovHble TTOKa3aTeNy BbDKMBAEMOCTH HeJUATPIIECKMUX NAIMEHTOB C CIOB
Pecrry6nuke Berapych cCOOTBETCTBYIOT CTaH/apTaM CTPaH C PasBUTON CHUCTEMOL
3paBooxpaHeHusi. MeTacTaTideckue popmbl 3ab0eBanns TPEOYIOT JaTbHEAIIETO
MIOMCKA TEPAIEBTNYECKIX 0Ax0n0B. HoBble MapKephI HEOOXOUMBI i1 PAHHETO
MPOTHO3MPOBAHIIA TOI TPETH TIAIMEHTOB C JIOKA/IM30BAHHBIMI bopmamu 6one3nn,
KOTOPBIE OKKYTCHA PE3UCTEHTHBIMY K CTAH/[APTHBIM CXeMaM JIeHEeHNU.
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