YIK 616.71-006.3.04-08-053.2(476)
Kucenes J1.I1. .

Pecny6nuKaHCKUiA HayYHO-NPAKTUHECKNIA UeHTP [ETCKOW OHKONOT UK, reMaTonoriu n
ummyHonoruu, Miunck, benapycb

Kisialeu L.
Belarusian Research Center for Pediatric Oncology, Hematology and Immunology, Minsk, Belarus

Pe3ynbTaTbl Tepanuu onyxonew cemencTaa
capkombl FOuHra y aeteir Pecnybnvikn benapyce

Treatments results of pediatric patients with Ewing’s sarcoma
family tumors in Belarus Republic

Pesome

TepMUH «OMNYXONN CEMeACTBA CapKOMBI {OuHra» (CIO) o6beauHAeT HOBOOBPa3OBaHA KOCTHOM
1 MAFKOTKGHOM NOKaNnM3aLun Ha OCHOBAHWN WAEHTUYHBIX FEHETUHECKMX NONOMOK, CBA3AHHBIX C
22-i xpomocomoit. ACTopuyecku 1 A0 HACTOALLEro BPEMEHW MPUMEHANUCH Pa3niuHble CTPATErun
ANA Kypauuy Natonori; OfHako o6beanHAILNMIA MOMEHTaMN ABNATCA 06A33TENBHLIA NOKanb-
HBIl KOHTPONb (ONepauua n/unu nyyesas Tepanusa) n HEOBXOAMMOCTb UCTIONbL30BAHIA CUCTEMHOM
nonuxvmuoTepanin. Lienbio uccnefoBanna Gbin aHanus AONTOCPOUHDBIX pe3ynbTaTos nedyeHuns na-
LumeHTOB peTckoro Bo3pacta c ClO B Pecnybnuke Benapyco (PB). B aHann3 BknioueH 161 naunenT
onyxonamu cemeirctaa CIO 3a nepuog Habnioaenwa ¢ 1999 no 2014 r. 15-neTHAR obLian BbiKuBae-
MOCTb ANA BCEil KOTOPTbl NALMEHTOB COCTaBuna 52,8%, Npu SIOKanu30BaHHbIX 1 MeTacTaTn4ecknx
¢popmax oHa Bbina 67,0% 1 19,9% COOTBETCTBEHHO. Wckniouyan MeTactaTuyeckoe NopaxeHne, He Bbl-
ABNEHO KNMHUKO-NATONOMM4YECKMX XapaKTepUCTIK NALNEHTOB, NO3BONAIOLNX OAHO3HAUHO NporHo-
3upoBaTb ncxop 3abonesaHnA Ha 3Tane NepBUYHON AUArHOCTUKI. KOHCTaTUPOBAHO, YTO NOKa3aTenu
AONTOCPOUHON BbIXKWBAEMOCTU NALNEHTOB C CIO B PB COOTBETCTBYIOT NapamMeTpam CTpaH C pa3snTo
cucTeMoi 3apaBooxpaHerus. [ina 6oNbLIMHCTBA METACTaTUHECKIX 1 TPET NOKaN30BaHHbIX GOPM
3a60neBaHIA HEOBXOAMM NONCK HOBbIX NPOTHOCTUYECKMX 1 TePaneBTUHecKX NOAXOAOS.
Kniouesbie cnosa: capkoma lOukra, neyeHne, BblKMBAEMOCT, Pecny6nuka benapyce.

Abstract

Ewing Sarcoma (ES) included classical ES of bone and extraskeletal ES based on genetic breakdowns of
92 chromosomes. Aim of this study was to evaluate the long-term survival and to investigate whether
patient characteristics differ between cases with favorable and unfavorable clinical outcomes.

161 pediatric patients with ES were analyzed. Survival rate estimated via the Kaplan — Meier method
and compared using log-rank tests and Cox proportional hazard models.

15-year overall survival (OS) of all patients was 65.9%, for the cohorts of patients with localized
and metastatic disease OS was 70.1% and 21.9% respectively. Known clinical prognostic factors
(age, sex, tumors volume, response to treatment and other) did not differ between patients with
favorable and unfavorable outcomes. Treatment results for patients with ES family tumors from the
Belarus Republic comply with generally accepted standards. Patients with metastatic status need
new treatment strategies. Searching for new predistive markers is necessary for early detection of
resistant to conventional treatment patients with localized ES.

Keywords: Ewing sarcoma, children, treatment, survival.
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B BBEAEHWE

CuctemHbIl aHann3 oHKonoruyeckux 3abonesaHwit nogpasymesaet
POpMMpPOBaHWE 1 MCNONb30BaHWE KaHLEep-perncTpoB npu oueHke 3abo-
NeBaemMoCcTi, Pe3ynbTaToB NeyeHns 1 NocTTepaneBTMYecKoro HabnogeHns
[1-3]. Bnepebie onncanHaa Ixelimcom FOmHrom B 1921 r. Kak sHaoTENMOMA
KocTh, capkoma tOuHra (CHO) npepctasneHa deHoTunom Huskoauddeper-
UMPOBaHHbIX MENKMX OKPYrNbix ronybbix Knetok [4]. Y aeTei n nogpocTkos
3abonesaHne obHapyX1BaeTCA B OCHOBHOM B KOCTAX, OAHAKO ANA B3POC-
NbIX NMaUWMEHTOB Ha NepBoe MeCTo BbIXOAAT MArKOTKaHbIe NokKanusauum [5].
VicTopryeckn oTgenbHo Bbigenanack onyxonb ACKMHa, NPUMUTUBHAA Nepu-
depuyeckan Helipo3kTogepMansHaa onyxonb (NMMH30) unn markoTkaHas
ClO, oaHako Ha OCHOBaHUM OBLMX TEHETUUYECKWUX MONOMOK (accoummnpo-
BaHHbIX C 22-i1 XxpoMocomol) BcemmpHas opraHuzauma 3gpaBooxpaHeHns
NpeanoXuna paccmaTpuBeaTth BCE 3TW HO30MOTMK Kak OMyXonu CemencTsa
capkombl HOuHra [6]. Ha npoTaxeHun nocnegHux AecaTuneTnin neyebHoie un
AnarHocTudeckne onuny ana naynenTos ¢ CHO uccnepyiotca nocpeacTBom
MyNbETULEHTPOBbLIX NpoTokonos. B CoeauHerHbix LWTaTtax Amepuku (CLLA)
1 EBponeickom cotose (EC) HeckonbKo BapMaHToOB CUCTEMHOM Tepanuu uc-
Nonb3yTCA 4NA Kypaunuu AaHHon Hozonorun. O6beiuHA WM MOMEHTOM
ABNAETCA OCYLWECTBNEHWE /TIOKaNbHOTO KOHTpONA (onepauusa u/unm nyue-
BaA Tepanua). Pesynbtathl 3TUX TPaRNoB CBUAETENLCTBYIOT O BO3MOMXHOCTH
60-70%-1 BbIXMBAEMOCTW ANA NAUMEHTOB C HEMETACTaTUYECKUMM (noKa-

‘:j N130BaHHbIMK) popmamm 3abonesaHus [7, 8). OQHAKO OKOMNO TpeTi nauyu-
i EHTOB MMEIOT MeTacTasbl Ha MOMEHT WHULUWANLHOW NOCTAHOBKW ANarHo3a,
- W AN HUX NOKasaTenu BbIXWBaeMOCTH OCTaTCA APaMaTUyeckn HU3KUMI
c (>20-25%) Ha npoTAXKEHNW NOCNEAHWX 4EeCATUNETII, HECMOTPA Ha MCNOMb-
- 30BaHWe MakCMManbHO arpeccuBHbiX Noaxoaos 8 Tepanuu [9, 10]. Nomumo
- HanWumA Metactasoe B 6ONbLIOM KONWMYECTBE NUTEPATYPHLIX UCTOUHMKOB
- npeacTaBneHbl Apyrie KNMHWYeckue Mapkepbl HebnaronpuATHOro NPorHo-
0- 3a. bonbwoi pasmep HoBoobpa3soBaHusA, HEOCTAaTOYHAA CTENeHb HeKpo3a
an ONyXONW nocne MHOYKUMOHHOW XUMWUOTEPanuK, LUeHTpanbHasa nokann3a-
o unA HoBoobpasoBaHuA, non u Gonee cTapwnii BO3pacT MayueHTa MoryT
oM CBMOETENbCTBOBATL O Xydwem ucxofe 3aboneearnna [11, 12]. OgHako ath
napameTpbl BecbMa BapuabenbHbl U Ha CETOAHALWHWIA fieHb, Kak Npasuno,
HE UCMONb3YIOTCA B COBPEMEHHbIX NPOTOKONAX B Ka4eCTBE MapKepoB cTpa-
TUdUKaLMIK MHOYKUWOHHON TEpanuu.
B HacToAllem nccnefoBaHni NPUBEeHbl pe3ynbTaTthl Nederua 161 na-
uveHTa B PecnybnmkaHCcKoM Hay4HO-NPaKkTUYECKOM LEHTPe AeTCKOW OHKO-
of noruw, rematonoriu n ummysonorum (PHMNUAOMN) Pecnybnukun benapycb
ar (PB) 1999 no 2014 r.
od ® LIE/Tb MCCNTEQOBAHUA
OueHka nokasatenei QONTOCPOYHON BbIKMBAEMOCTN N aHaNW3 UCXOA0B
= Tepanuu CIO y naumeHTOB feTckoro Bospacta Pecny6nukun benapyce.
ors
E B MATEPWUAJIbI M METOAbI
==d Bbinn ncnonb3osaHbl JaHHble [JETCKOro cybKaHuep-perucTpa, B KoTo-

of pom ¢ 1999 no 2014 r. 3aperncTpupoBaH 161 naywent c ClO, guarHoctupo-
BaHHbIMK B PHIMLOI U, KoTopbIi ABNAETCA EANHCTBEHHBIM YYPeXAeHNeM
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ONA neyeHwA feTeit n NoApOCTKOB PB go 18-netHero so3spacta [9]. Uccnepo-
BaHuMe 0806pPEeHO NOKaNbHbLIM 3TUUYECKNM KOMUTETOM PHMLAOTA. Mpw no-
CTaHOBKE AMArHo3a MCMONb30BANCA TMCTONOTUYECKI, VMMYHOrNCTOXU-
MUYECKI 11 MONEKYNAPHO-BMONOrMYecknin (yCTaHoBNeHNe NOCPEACTEOM
NoONUMEpasHOoil LIENHON Peakuuin B peanbHOM BPEMEHN Hann4uA B TKaHK
onyxonu 1 KOCTHOM Mo3re TpaHCNOKaUWi, CBA3AHHLIX C 22-i1 XpOMOCOMOW:
£(11;22), 1(21;22), t(7;22), (17;22), t(2:22)) meTogbil. MayneHTam oCyLWecTBAAN-
€A NOKanbHbIil KOHTPONb (Onepauysa, onepauus + ny4esas Tepanis, Tonb-
KO Ny4esan Tepanua) U NPOBOAWIOCH NPOTPaMMHOE CUCTEMHOE neveHue.
MCnonb30Banich 5 PEXUMOB CUCTEMHON XUMUOTEPANUK. Mpwu pexume A,
KOTOPbIi NPUMEHANCA Ha Gonee paHHUX 3Tanax 1, Kak npasuno, AnA 3Kc-
TpaoccanbHon ClO, xumuoTepanua ocylecTenanack no NpOTOKONY MAr-
KOTKaHbIx onyxonein pabaouHoOro reHesa: NCNONb30BaNNCL BUHKPUCTUH,
AOKCOPY6ULMH, anKUnMpyloWme arenThl, 3TON03nA, npenaparel nnaTuHbl
[10]. Pexum B 6asvposancA Ha pekomeHAaunax Esponeickoro obuectsa
oHKkonoros nocne 1992 r.: UCNoNb30Banuch BUHKPUCTUH, [OKCOpY6UUWH,
[AKTVHOMMLMH, STOMO3WA, @ TaKKe ankunnpyowne areHTsl npochamug v
umknodocdamug B pexnme paHgommsaunm [11]. UHAYKUMOHHAnA Cxema pe-
suma C COOTBETCTBOBANA PeKoMeHAaLMAM aMepUKaHCKX ABTCKNX OHKO-
noroe ana koctHow CIO v nogpasymesana NpoBeAEHNE B anbTepHupyioLem
pexume 610KOB BUHKPUCTUH / pokcopybuuuH / unknogocdamng v 37ono-
3up / npochamug [12]. KoHconuaupyiouiaa Tepanus pexuma C nposogu-
nacb NocpeacTBOM BbICOKWX A03 6ycynbdana n mendanaHa c nopaepKKon
nepudepnyeckoil CTBONOBON knetkoii [13]. Pexxum D 6aznpoBanca Ha pe-
komeHpauuax Eeponeiickoro obujectea oHKONOros nocie 1999 r.: MHAYK-
LUMOHHble GNOKW ObIIM 4ETbIPEXKOMMNOHEHTHBIMIA (BUHKPWCTWH, AOKCOPY-
6uLVH, udochamua n 3TONO3NA), KOHCONMAUPYIOLLAA TepanuA Obina Tpex-
KOMMOHEHTHOM (BUHKPUCTUH, npochamng, aKTUHOMMLIVH [) [14]. Pexum E:
NpW NOCTaHOBKE ANardo3a nayueHTam ¢ nokan n30BaHHbIMK dopmamu CHO
ypoBeHb akcnpeccun MPHK TFPI2 (MHrnbuTOp NyTei TKaHeeoro ¢akTopa)
1 cooTHoleHus n3odopm daktopa pocta COCYAOB VEGFA165/VEGFA189
B TKaHW OMyXOnU UCCNEAOBaNMCL B NPOCNEKTUBHOM PEXUME. B kauecTtBe
MoneKynapHon KombuHauun HebnaronpuATHOro NpPorHo3a (MKHM) Hammn
paHee 6bin onpeaeneH ypoBeHb JKCnpeccum MPHK rena TFPI2 <0,8 n co-
oTHoweHue n3odopm VEGFA165/VEGFA189 <1,0 B TkaHn onyxonn nepea
Hayanom Tepanuu [2].

Mocne OKoHYaHWA NeYeHWs nauveHTbl Habnoganmcb Detckum cy6KaH-
uep-peructpom Pecnybnuku benapycb ¢ NOCTOAHHBIM obHoBneHnem cTa-
Tyca. AnuTenbHoCTb GeccobbiTuiiHON BbikueaemocTi (BCB), obuien BbKN-
saemocTi (OB) 1 KyMyNATUBHOW 4aCTOTbl peLnanea (KYP) ucuncnanacb ot
BpemeHu NOCTaHOBKM UHULIafIbHOTO AUarHo3a.

CratucTueckas o6paboTka nonyYeHHbIX AaHHbIX NPOBeAeHa C NCnonb:
30BaHMeM naketa nporpammbl STATISTICA 6.0. KonuuecTBeHHble AaHHbIE
6binK NpeacTaBneHbl ¢ onpeaeneHnem MeanaHb (Me [25; 75]), MUHUMY-
MOB-MaKCUMYMOB, KauecTBEHHbIe AaHHbIE 6bin1 BbipaXeHbl B aBCONIOTHBIX
BenuuMHax W npoueHTax. poBepKa r1noTes O PaBeHCTBE ABYX CPEAHNX
npoBoAMnack ¢ nomoubio U-kputepus MaHHa — YutHu unu Ouuiepa ansa
KONMUECTBEHHBIX NPU3HaKoe. Kpueble oblei BbhKWBAEMOCTH W becco-
6LITUIAHON BbIKMBAEMOGTM BbICTPaUBanu no MeToay KannaHa — Meiepa
(Kaplan - Meier); ansa CpaBHUTENbHOM OLEHKU AOCTOBEPHOCTH paznuyni
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ncnonb3oBanu norpaHroebin kputepuit (log-rank test). Paznuuma cuutanm
CTAaTUCTUYECKN 3HAUYMMBIMK NPWY BEPOATHOCTH OWNOKK MeHee 5% (p<0,05).

B PE3YJIbTATbl U OBCYXAEHUE

Y 8 u3 161 (4,9%) naumeHTa (2 C NOKAaNM30BaHHbIMK, 6 C MeTacTaTUYe-
ckoil GOPMOI1) KOHCTaTUPOBaHbl OTPULATENbHbIE COOLITUA, He CBA3aHHbIe
C peunameom (NporpeccuposBaHnem) ocHoBHoOro 3abonesaHua. CmepTb OT
MHPEKLUMOHHBIX OCNOXKHEHWI BE3 NPU3HAKOB Hanuuua peunavea 6bina B
7 cnydanx (4,3%), y 2 NnaUMeHTOB C NOKann3oBaHHbIMK, 5 ¢ MeTacTaTuYecku-
mu dopmamu. Bropas onyxons (ocTeocapkoma) Nocne 0OKOHYaHUA NevYeHmnn
oTmedeHa y 1 nauneHTa (0,6%). 3TM NaumeHTbl He KnaccudULMPOBaHbI HU B
rpynny nauneHTos, HaXoAAWMNXCA B PEMWCCAMW, HU B TPYNNy CNy4yaes C pe-
uvausom 3abonesaHua.

YunTbiBas, UTo HanWyue MeTacTaTMYeckoro NoOPaXxeHWa Ha MOMEHT No-
CTaHOBKW JMarHo3a aBnserca Hanbonee 3Ha4YNMbIM U3BECTHbIM GakToOpoM
NPOrHo3a, KNWHMKO-NaTONOrM4Yeckne XapakTepucTUKN NaLWeHTOB C NOKa-
NM30BaHHBIMW U MeTacTaTMHeckumy Gopmammn OUeHNBaNUCh OTAENLHO.

KnvHnKo-naTonoruyeckne XxapakTepucTuKy NaUuWeHToB C NOKanu3oBaH-
HbiMn popmamu CHO npepctasnenbl B Tabn. 1. MauneHTbl bbinn pasgeneHoi
Ha 2 rpynnbl HA OCHOBAHWKM HaNWUMA WK OTCYTCTBMA peunanea/npoaon-
#eHHoro pocTa 3aboneeaHun.

38 13 112 nauneHTOB C nokanusoeaHHown CIO (33,9%) umenn peynaune
3abonesaHuA, 74 HaxopaTcA B pemuccnn. 6 13 38 (15,7%) nauneHTos ¢ pe-
umaveamu (Bce € NoKkanvu3oBaHHbIMK GOPMamMm) NOBTOPHO BbILLNK B pEMIAC-
CWI0 NOCNE TEPaNUK 2- NUHWK U >KUBbI HA MOMEHT aHannsa.

Kak BMOHO M3 gaHHbIX, NpeAcTaBneHHbIx B Tabn. 1, MyKCcKoW non He-
cKonbko npeobnagan e rpynne peungusoe (55,3% vs 40,5%), ogHako oTHO-
CUTenbHble 3HaYeHNA KONMYeCcTBa NaLneHToB CTaplueil BO3pacTHOM rpynrbl
Bbiny NpakTUYecKn MAEHTUYHLIMK (36,8% vs 39,1%). YposeHb JIAI Hapagy ¢
pasmepamu Onyxonesoro o4ara BapbUpoBanca B LWMPOKWX AWanasoHax Kak
8 rpynne peynaveos, Tak 1 y NauMeHToR B PEMUCCUN WU 3HAYNMO He OTIN-
4ancA Npy oueHKe MeanaHHbIX 3HaveHui. Hanbonee yactoi nokanusauwen
(okono nonosuHsLI cnyyaes) 8 obeunx rpynnax Gbinv KOHEYHOCTH.

Ta3oBan nokanusauma npu HemeTacTaTuyeckux Gopmax Yalle BCTpeya-
nacb He B rpynne peunavBoB, a y NauWeHTOB, HaXxo4ALMXCA B PEMUCCUN.
AHanu3upya 31an NoOKanbHOro KOHTPONA, MOXHO OTMETUTb, YTO MpaKTUYe-
CKWM MAEHTUYHBIMI ObINM OTHOCUTENBHBIE 3HAYEHKA TAKNX NOKa3aTenen, Kak
WWPOKaA pe3eKkuna onyxonu u NCNoNb3oBaHWe TONbKO JyYeBoi Tepanuu
B KauecTee MecTHoro neyeHus, OtmedeH bonbwwid yaenoHblA Bec cnyda-
2B NPUMEeHEHWA NPOTOKONOB ANA MAMKOTKaHbIX pabmowaHbix onyxonen
8 rpynne ¢ HebnaronpuATHbIMK MCXO4amK 3abonesaHunn; TakxKe A1a 3ToM
TPYNMNbl KOHCTAaTUPOBAaH MEHbLUNIA NPOLEHT CNyYaes C BblpaXeHHbIM naTo-
mopdosom onyxonu (=90%). Mopdonoruuecknii guarHo3 capkomsl lOuHra
1 MH30 CKO BcTpeuanca B CONOCTaBUMOM YKUCNe CyYaes u coctasmn 39,5%
¥ 35,1% B cpaBHMBaeMbIx rpynnax.

B koropte c meTacTaTuyeckumu bopmamu onyxoneii cemeinctea ClOy 31
13 41 naymenta (75,6%) npov3oLwen peynans, a pPEMIUCCUA KOHCTaTUPOBaHa
8 10 cnyyanx. KnMHWKO-NaTonormyeckne xapakTepucTuKn NauMeHToB ¢ me-
Tactatnyeckumm popmamm CHO npegcrasnémbl 8 Tabn. 2. Jlokanusaumns nep-
BMYHOrO OMYXONEBOFO OYara B Tasy UMW NO3BOKKAX He Gbina NPeporaTMeoi
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Ta6nuya 1 Tabnuua 2
KnMHNKO-NATONOrM4eckne XapakTepucTuky naynueHTos ¢ noKanuzoBaHHbIMI GopMamMu onyxoneit K HHMKO-NATONOr HHECKs
cemencrsa CHO — e
' MayweHTbl C PELNANBOM, MaymenTe! 6es peynanea,
XapaKTepucTiKmn |N=38 R Th ey TR XapaxTepucTHEN
N 0 S s, N % !

Non o= i -
| My»kckoi 21 553 30 40,5 0,1385 L

HMeHckunia 17 447 44 | 59,5 P

Bo3pacT, rofbl P —

=14 24 63,2 45 61,9 0,8089 a2

>14 14 36,8 29 -39 ) ) 32

Nar, ep/mn 427 i 474 S =
| Meguana (MMH.-MaKC.) | (166-732) | | (31_1-?33_)_ 0303 . e "m s
AHaTOMMHECKaR NoKkanu3auna - = e
Beapo 7 18,2 12 15,6 0,7685 —CIA e
BonbuiebepLosan KOCTb 4 104 10 13,0 0,6508 R

Manobepuosas KOCTb 3 78 0 0 0,0143 mﬂ'am: -

Crona 2 52 2 2,6 0,4894 ._D',___

Knioumua 0 0 2 2,6 0,3065 |

NonaTka 1 12,6 1 1.3 0,6281 =

Pebpo 8 21,2 16 24,6 0,9446 ——

Mnevo 1 26 7 9,1 0,1840 -

MNpeanneube 2 52 0 0 0,0464 s

Kuncte 0 0 1 13 04716 il

Yepen 5 B.6 3 39 0,0765 S

Mo3BOHKK 3 7.8 |9 1,7 0,4893 - :

Taz 2 52 1 14,3 10,1330 =

Mwcronorns -

S T

Knaccuueckan CIO 23 60,5 48 64,9 0,6518 e gt
_MﬂrKo_maHaﬂ (@) B _15 - ___39,5 _36 351 | - =
Pasmep onyxonw, cm 6,7 ” 58 3 0,9697 S Gunp—. -

MearaHa (MUH.-MaKc.) (23-172) - (34-186) ' . R G—— -
O6bem onyxonu, M 125 ) 145 . A —p——

MeauaHa (MyH.-MaKc.) (25-430) - (37-330) : Beoas e

Onepauwua B = awu s

[Linpokan pe3ekuuna 12 31,6 26 341 0,7066 -
YacTuuHas pe3ekuma 8 21,1 17 20,1 08172 e OO

He BbINOMHANACH 18 473 31 458 10,5801 T TECawE

JoKanbHbIA KOHTPONb - :ﬁ;‘-’

Tonbko onepauna 15 39,5 26 351 0,6518 o -
Onepauwa v 0bnyqeHne 9 237 19 25,7 10,8177 MO ST TR

| Tonbko obnyueHue B 4 36,8 29 1392 o 10,8089 “emge= >

| TMCTONOTNYECKNA OTBET | __“ _!_I it
| Hekpos =90% 7 153,9 26 76,5 0,0662 W EcmwcrERws 3 TEae
Hexpos <90% DU TR ... S | 255 —— S

| Peum xummoTepannm . ! o ————u

Pexum A* 7 18,4 7 9,5 0,1745 P ——

Pesxwm B 13 7.9 3 4,1 0,3927 —

Pexum C 13 34,2 19 257 | 0,3438 [ ——

| Pesmm D 9 23,7 19 25,7 10,8177 [ —— ol
lpewmee le |we jx |30 08D S

Mpumeuanue: e ————

* ONMCAHNE PEKUMOB XUMUOTEPANIW NPEACTABNEHO B IMake «MBTepwank ¥ MeTOgbI.
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Tabnwuua 2

KnuHuKo-naTonornyeckmne XxapakrepucTmku nauynmeHTos ¢ Metactatuyeckon CHO

XapakTepmcTukm

Mon
Myckon
HeHckniA

Bospacr, rogs
<14
=14

nar, eg/mn
MeanaHa (MUH.-makc.)

AHaToOMMYECKanA NoKanu3ayusa
Begpo
Bonblwebepuosas kOCTb
ManobepuoBan KocTb
Crona

Knovmnua

Ilonatka

Pebpo

Mneuo

MNpeanneyse

Kucte

Yepen

Mo3BoHKK

Ta3

Pasmep onyxonu, cm
MeavaHa (MUH.-Mmakc.)

Obbem onyxonu, mn
MeguraHa (MUH.-MaKc.)

Onepauma

Wupokan pezekuuna
YacTuuHana pesekuna
He BbinonHAnach

JloKansHBIA KOHTPONb
Tonbko onepayua
Onepauua n obnyyeHue
Tonbko obnyyeHue

lucTonorvyeckwia oTeeT
Hekpos =z90%
Hekpos <90%

MTC v3onvMpoBaHHO B nerkune
Opyruve

Pemmnm XMmuoTepanmm
Pexum A*

Pexumm B

Pexim C

Pexsum D

Pexmm E

MNpumeyanme:
* ONUCaHWE PEXMMOB XWMWOTEPANUK NpeacTaeneHo B

MO | oW

oo

MauwneHTsbi C peunauECM,
N=31

N %

21 67,8

10 322

15 484

16 51,6

427

(166-732)

10 32,3

1 3,2

1 3.2

0 0

0 0

0 0

2 64

0 0

0 0

0 0

0 0

5 16,0

12 38,9

6,7

(2,3-17,2)

125

(25-430)

4 12,8

1 3,2

26 84,0

1 37

4 14,8

22 81,5
100,0
0
291

2 70,9

3 9,7

0 0

19 61,2
0
29,1

«lematonorun. TpaHcdysunonorus. BoctoyHan Esponas, 2017, Tom 3, Ne 3

rnase «Marepmanu W METOObi®.

MauwenTsbl 6e3 peungusa
N=10

N %

5 50,0

5 50,0

9 90,0

1 10,0

474

(311-733)

2 20,0

1 10,0

1 10,0

0 0

0 0

0 0

0 4]

0 0

0 0

0 0

0 0

2 20,0

4 40,0

58

(3.4-18,6)

145

(37-330)

3 30,0

1 10,0

6 60,0

3 30,0

1 10,0
60,0

3 100,0

0 0

6 60,0

4 40,0

1 10,0

0 0

6 60,0

1 10,0

2 20,0

0,311

0,0202

03423

0,4588
0,3872
0,3872

04102

0,7773
0,9420

0,9697

0,4547

0,2115
0,3872
0,1128

0,0131
0,8073

0,5169

0,3358

0,0771

0,9761
0,9420
0,0746
0,5751
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Puc. 1. BeccobbiTMHAA BbIKMBAEMOCTb NaLMEHTOB B 3aBUCMMOCTM OT PacnpoCTPaHeHHOCTH NpoLecca EECTOOCTDAHEHHOCTH NPoUect2

TNokanusosaHHbie popmbl: =115, 74 6e3 cobbitia [62,5%:4,7%]
Bce nauuenTsl: n=161, 84 6e3 cobbitna [50,0%+4,1 %]
MeTactatnueckue Gopmbl: n=46, 10 6e3 cobbitna [19,9%:6,0%]

== 50 Oxgegacwo bomses
NoKanuaoeanmse Gopss: E =
=ErscrT DECTDOCTpEsE S (K
T 3 TWTE { =e0RSrONeeSTS
Boa nauMenTsl
g ____________ = 3= “enwos SaGmOnSs
? oad 1,
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0.3 -
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0.1
Pl 0007
0.0 T T T 1
0 5 10 15 18

Puc. 2. 06128 BbDKWBAEMOCTb NALMEHTOB B 3aBMCUMOCTH OT PacNpoCTPaHeHHOCTH Npolecca

NokanuaosaHHbie dopmer: n=115, 80 #usbl [67,0%+4,7%] -
Bce naumenTs!: n=161, 90 xuebi [52,8%+4,5%)] st
MetactaTuueckie popmet: n=46, 10 xusbi [19,9%:+6,0%] -

324 "Hematology. Transfusiology. Eastern Europe’, 2017, volume 3, N¢ 3



OpraHuzauus rematonoruyeckon nomowm &%

0.9

0.8

MertacTaThueckwe PopMsl

BeposTHOCTE

NokanuaoeanHse Hopus:

T T 1
10 15 18

Bpems, rogsbl

Puc. 3. KymynaTMBHaA 4acToTa pasBUTUA PELUMBOB Y NALMEHTOB B 3aBNCHMOCTH OT
cca pacnpocTpaHeHHOCTH Npoliecca

Nokanw3oeaHHble dopmel: n=115, 38 peynaueoe [34,9%+4,7%]
Bee naumeHTsl: n=161, 69 peungueos [44,7%4,1%)]
MeTactatuyeckune dopmes: n=46, 31 peuvaue [68,8%+7,1%]

rpynnbl NaLMEHTOB ¢ HanuyMem peungusa (55% ecex cnyuyaes), B rpynne c
ﬁnaronpunmblm ncxogom 3aboneBaHuA I'IpOHEHT TaKWNX naKanmaqwﬁ cOo-
crasun 60. Oxmpaaemo bonbluee cooTHoweHue (60% vs 29,1%) nayneHTos ¢
WU30NMPOBAHHBIMKW MEeTacTa3amin B nerkne 6bIJ'FO KOHCTaTUpPOBAHO B rpynne
C pemmnccueit no ocHoBHomy 3abonesaHuio. [lpyrve BapuaHTbl MeTacTati-
4eCcKoro pacnpocTpaHeHua (KOCTW, KOCTHBIA MO3T, cCo4eTaHHoe) npeobnapa-
nu B rpynne ¢ HebnaronpuATHLIMK UCxofamu 1 cocTaBunu 70,9% cnyvaes.
3a Becb nepuoa HaﬁﬂIO,EIEHHH HEe KOHCTaTWpPOBaHO Hann4ywnAa meTacTatunye-
CKOro Nopa»eHnA B Cny4dae nokanusaynn onyxoneeporo o4vyara B KOCTHOM
annapaTe noAca BerHeﬁ KOHEeYHOCTH (KHCTb. npegnneybe, NNeYyo, nonaTtka,
Knounua).

Mbi oueHvnu nokasatenu bPB, OB n KHP 3a 15-neTHuit nepuog Habnio-
[LEHWA KaK OnA BCel KOTopThl NauMeHToB ¢ onyxonamu cemenctea CHO, Tak
W OoTOeneHO ANA MeTacTaTMYeCKnX 1 NOKann30BaHHbIX ¢)0pM 3360HEBQHHH.

Kak npencrasneHo Ha puc. 1, BCB Bceid KoropTbl onyxonei cemencTea
CHO coctaeuna 50,0%, AnA NaLMEHTOB C METACTATUYECKMUMU W NOKANN30BaH-
HbiMK popmamm oHa Bbina 19,9% 1 62,5% COOTBETCTBEHHO.

OB (pwc. 2) anAa Bceil KOropTbl cocTaswna 52,8%, AnA NauueHToB ¢ Me-
TacTtaTUyYecKMMK 1 NokanuioBaHHbIMKM dopmamu oHa beina 19,9% u 67,0%
COOTBETCTBEHHO.

KYP (pwc. 3) pna Bcel KoropTsl coctaeuna 44,7%, 4ns NauneHTos C me-
TACTaTUYECKUMKN N NTOKanM30BaHHbIMK dio:bmamu OHa 6bina 68,8% un 34,9%
COOTBETCTBEHHO., =

«fematonorua. Tpancdysuonoruwa, Boctouran Eeponax, 2017, Tom 3, N2 3
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Takum o6pazom, TepmuH onyxonu cemeicTea ClO 06beguHAET CapKombl
KOCTHbBIX 1 MATKOTKaHbIX DOKEI‘IHBEILME. Neyenwne NauneHToB NpenycmaTpu-
BaeT MECTHbI KOHTPOnb (onepayuna u/vnu ny4yeeas Tepanus) n NoONUXMmMn-
oTepanuio. [lo HacToALlero MOMEHTa He onpefeneHa onTuMancHaa cTpa-
Terua cuctemHon Tepanuu: 8 CesepHoit Amepuke 1 3anagHon Espone wnc-
NONb3ylTCA Pa3nuuHbie TepanesTUYeckne nnaHbl. CoBpeMeHHble pesynb-
TaTbl NeYEHWA 3HAUUTENBHO MyYlUe TAKOBbIX HECKONbKO AeCATUNETWIA Ha3af,
HO Aa)e MaKCMManbHO TOKCMYHbBIE CXeMbl HE MO3BONAIT AOCTUMHYTh NPO-
rpecca 8 Tepanuu nopaenaioLero 6oMbWWHCTBA NaLUEHTOB C MeTacTaTu-
YeCKUM NopaKeHWEM 1 OKOMO TPETW NTOKanu3oBaHHbIX dopm 3abonesaHna.
COOTBETCTBEHHO MCTOPUYECKMM 3Tanam, B Pb ncnonb3oeanncs pasnuyHbie
nogxoasl ana Tepanvum naumnenTos ¢ CHO. B HacToswem nccnegosaHuMm npea-
CTaBneHbl Pe3ynbTaThl NeveHna 3a 15-neTHuin nepuoa HabnwgeHua u ocy-
WECTBNEH aHanu3 KNWHWKO-NaToNorMyecknx XapakTepucTuK NauueHTos ¢
6GnaronpuATHBIMK 1 HEBNAroNPUATHBIMU NCxodamu 3abonesaHns.

Mpw oLeHKe XapakTepUCTUK MaLMEHTOB C peyuansom sabonesaHna u
HaxofALWMXCA B PEMUCCUIN KOHCTAaTUPOBaHa COMOCTaBUMOCTb CpaBHMBae-
MbIX rpynn no 6onbwKMHCTBY NnapameTpos. Yposedb JIAI v pasmepbl HOBO-
o6pazoBaHVA XxapakTepn3oBanuch 3Ha4NTENbHbIM AKanasoHoM U He MoTyT
OfHO3HA4YHO XapaKTepu3oBaTb Ty UK MHYI CPaBHUBAEMYID KOTOPTY Mpun
noKanu3oeaHHbix dopmax 3abonesaHud. B rpynne ¢ HebnaronpuATHbIMU
ncxoaamn 3aboneBaHuA HECKONbKO npeobnafany nauveHTsbl MyXKCKOoro
nona, Ho NPUHAANEKHOCTL K CTapluei BO3pacTHON rpynne He okasana Bnu-
AHUA Ha pe3ynbTaT Tepanun, Hanbonee YacToin nokanusaimei nepenyHoOro
onyxoneeoro oyara B 0beux rpynnax 6binn koHeuHocTn. ObpawaeT Ha cebs
BHUMaHWe 6oNbLNI NPOLEHT NoKanv3auuy ONyxonu B KOCTAX Tas3a B rpyn-
ne NaUWeHToB C Hanu4nem pemuccun. He oTmeyeHo pasHuLbl B NPOLEHTE
CNYYaes ¢ BbIpaXeHHbIM NoCTTepaneBTUYECKM NaTOMOP(O30M.

Hanuune MeTacTaTM4Yeckoro nopameHina 0CTaeTCA HeoCnopumMbiM dak-
TOPOM NNOXOr0 KNUHWUYECKOro UCxofa 3abonesaHun, n 31a CMTyauua npak-
TUYECKW HEM3MEHHa 3a BeCb Nepuog Kypauun nauneHTos C Onyxonamn ce-
meinctea CHO [8, 9]. B rpynne nayveHToB C peMuccrein BonbWMHCTBO Nau-
€HTOE BbiN C M30NMPOBaHHBIMM METacTasamm B NIerknx, 4To noaTeepxaaert
HECKONbKO NYYLWWA MPOrHO3 BbiKMBAEMOCTY N1 3TOW KOTOPTbI N0 CpaBHe-
HMIO C MeTacTasamm Apyrux nokanusaumi [6, 71.

Takum 06pa3om, Ha CErofHALWHNIA feHb OTCYTCTBYeT YETKOe NOoHWUMa-
HWe TOro, Kakne nokanv3oeaHHbie popmbl CHO He OTBETAT Ha neveHune u 4na
KaKux mMeTactaTuyeckux Gopm Tepanua MOXKeT OKasaTbcA 3¢ dekTusHon [6,
10-14]. COOTBETCTBEHHO, 3HAYUMOE KNWHWYEeCKOe NPenMyLLIecTBO MOXEeT
[aTb BO3MOXHOCTb MPOTHO3MPOBAaHNA NaLWEHTOB ¢ HebnaronpUATHLIM Mc-
XOA0M 1A MCNONb30BAHWA ANA HUX HOBbIX areHTOB 1 PEXUMOB CUCTEMHOTO
neveHus. MNockonbKy HOBblE MpenapaThl NOCTOAHHO BBOAATCA B MPAKTUKY,
OUEHb BakHbIM ABNAGTCA OnpeferieHne KOropT NalWeHToB, ANA KOTOPbIX
TepaneBTMYECKan Koppekuusa byaeT MakcumanbHO pauuoHanbHoi. Ha ce-
FOAHALWHWA AeHb M3YyYeHWe MONeKynApHO-Bronornyecknx acnexkToB ony-
XONEBOro MPOoLecca PaccMaTpuBaeTcA Kak Hambonee nepcnekTMBHoe Ha-
npaenexne 4nA No1cKka HoBbIX MPOrHOCTUYECKUX GaKTOPOE.

Mpu obbearHeHHON OLeHKe KNWHUYecKux ncxopoe Appelbaum et al.
KOHCTaTUpoBann 62,6%-10 BEPOATHOCTL obulen BbRKMBAEMOCTHU ANA NOKa-
NN30BaHHBIX KOCTHBIX GOPM 1 69,7% Ana 3kcTpackeneTHoi CIO [9]. laHHble
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2B8PONeNCKMX U CeBepO-aMepPUKaHCKUX aBTOPOB CBUAETENLCTBYIOT, YTO pe-
zynstatel BPB 1 OB ana nokanusosaHHbIX popm 3abonesaHua Konebniotca
s ouanasoHe 60-70% AnA Nokanu3oBaHHbIX GOPM, HO OCTAIOTCA HEeYAOBNEeT-
sopuTENbHBLIMU (<25%) Y NAaUMEHTOB C HaNMYMemM MeTacTaTMYeckoro nopa-
EHWUA HA MOMEHT NOCTaHOBKW AnarHosa. Mo pesynstatam o6beguHeHHO-
"0 aHanu3a, OKoNo NOMOBMHbLI BCEX AWMArHOCTUPOBaHHbLIX NayveHTor ¢ CHO
SbiXUBAIOT NO AaHHbIM peructpos CLUA (SEER, Surveillance, Epidemiology,
and End Results, 2014) n Esponsi (ACCIS, Automated Childhood Cancer
nformation System, 2007) [5, 8]. AHan13 gONroOCPOYHbIX NOKa3saTenei Bbl-
=yBaemocT naumenTos Pb nokasan, 4to yposeHb OB 1 BCB Kkak B obLei
<oropTte naymeHtos (52,8% wn 50,0%), Tak 1 NpU NOKanu3oBaHHbIX $op-
M3X, OLEHEeHHbIX oTaensHo (62,5% v 67,0%), conocTasmMm Co CTaHAapTaMmu
CTpaH C pa3BWTON CUCTEMON 3apaBooxpaHeHns. Heobxoaumo yuuTbieath,
<TO LUeHTpanu3auusa AMarHoCTUYEeCKNX 1 nedyebHbiX MeEPONPUATIIA B OQHOM
25ICOKOCNELMANN3MPOBAHHOM yUYpeXaeHn No3BoNAeT yBeNuYnTb BEpOoAT-
=0CTb HNaronpPUATHBIX UCXONOB ANA BCEX NefuaTpuuecknx nauneHTos pe-
“yBnuMKKY € faHHOW NaTonornen.

MOHO KOHCTaTWPOBaTh, Y10 COBPEMEHHbIE MMaHbl TEpanuu JOCTWr-
M MAKCUManbHOW TOKCUYHOCTYW, HO HE MOTYT MPEBLICUTL ONpPeaeneHHoro
vDOBHA 3QPEKTUBHOCTA. B CBA3M C 3TMM NOWNCK HOBbLIX TEXHONOMMIA AMarHo-
TTUKW U NeYeHnA, BEPOATHO, CBA3AHHbLIX C ONyxonesbiMyM OMomapkepamu,
==00xooUM ONA paHHero onpepeneHuWA TexX MNauWeHToB, KoTopble GyoyT
DE3MCTEHTHLIMIW K CTAHAAPTHOM TEPANUK U Pa30BbIOT peunans bonesHn B
Snuaniuee BpemMA OT Hayana nevyeHns.
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