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neprdepnyeckon HeMpPos3KTogepMasnbHOM
OMYXOJIN KOCTEN U MATKNX TKaHEWN y AeTel

B Pecnybnuke benapycb: aHanuns pesynbTaTos
Tepanun 3a 15-neTHnin Nnepunoa HabnoaeHns

Primitive neuroectodermal tumor of bone and soft tissues
in Belarus: 15-years survival rate for pediatric patients
with localized disease

Pesome

AxryanbHOCTS. [[pumMnTBHasA Hepudepudeckas HeitpOSKTOTepMabHAS OITyXOJb
(ITH9O) Bo3HMKAET KaK B KOCTAX, TAK U B MATKUX TKAHAX U OTMYACTCS OT KIACCHIECKO
capkomsl FOuHra Ha OCHOBaHMV HAMYMA MapKEPOB HEMPO3KTOIePMaTbHOIT
muddepentmposku. Llenmpio nccnenosanms 6b1a oneHka JONTOCPOYHBIX MTOKa3aTeeln
BBDKMBAEMOCTH JI0Ka/M30BaHHbIX popM [THIO u aHanu3 XapakTepucTHK MALUEHTOB C
6/1aTOIPUATHBIMY U HeGMArONPUATHBIMI UCXOZAMY 3a60/IeBa NS,

Marepuanbl u MeTOIbI. B aHa/mu3 BK/TIOUeHDI 43 MalleHTa ¢ HeMeTacTaTIIecKOlt ITH20,
TIOTyYaBILVX JIeYeHNe B PecrryOMKaHCKOM HAyYHO-IPAKTIYECKOM LIEHTPe [IeTCKOI OHKO/IOTVA,
remarosoruy 1 uMmyHnonoruu (PHITIIIOIN) Pecry6miku benapycp ¢ 1999 o 2014 1.
Pesynbratel. 15-netHsas 6eccobpituitnasa (BCB) 1 061uast BBIXKMBaEMOCTD (OB) mna
noxanusoBanHbIX hopm ITHIO cocrasuna 58% 1 77% COOTBETCTBEHHO, KyMyIATUBHas
BepOATHOCTD penunusa 6b11a 37%. He 6510 BRIABIEHO 3HAYMMBIX OTINYUIL B
XapaKTepUCTHKAX [TALMEHTOB (107, BO3PACT, yPOBEHb JIaKTaTHeruaporenassl (JIJIT),
pasMep U JIOKaNU3aluus OMyXo/n), T03BOJIAIONINX IPOTHO3UPOBATh CXOJ 3a60/IeBaHNs
nepey Ha4aioM TEPAINH.

3axnmouenne. [Tokasareny JONTOCPOUHOI BEIKMBAEMOCTH ManueHTos ¢ IIHDO B
Peciybnuke Benapych cooTBeTCTBYIOT CTaHIAPTAM CTPAH C Pa3BUTOI CUCTEMO
3paBooxpaHeHust. HoBble Mapkepbl HEOOXOAMMEL A/Is1 CTpAaTU(UKAINY TTAL[EHTOB

C IOKA/MM30BaHHBIMY (POPMaMM 3a607IeBAHNS Ha TPYIIIBI 6/IaTOTIPUATHOTO 1
He6/arONPUATHOTrO KIMHMIECKOTO MCXOJa Ha STATle MHULMAIBHON [UATHOCTIKIA.
Kmouessie cnosa: ITHIO kocreit u MATKMX TKaHeil, T0KaM30BaHHbIe OPMEL, /IedeH e,
BBDK/MBAEeMOCTb.

Abstract

Primitive neuroectodermal tumor (pPNET) of bone and soft tissues and classical Ewing's
sarcoma is distinguished based on the presence of neuronal differentiation. The aim of this
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study was to evaluate the clinical outcomes and long-term survival for patients with pPNET.
Patients and Methods. 43 previously untreated patients, reported to the sub-cancer registry
database from 1999 to 2014 were evaluated. Survival rate estimated via the Kaplan — Meier
method and compared using log-rank tests and Cox proportional hazard models.

Results. 15-year overall and event-free-survival was 70% and 58% respectively. Known
clinical prognostic factors (age, sex, tumors volume, response to treatment and other) did
not differ between patients with favorable and unfavorable outcomes.

Conclusions. Treatment results for patients with localized pPNET of bone and soft tissues
from the Belarus comply with generally accepted standards. Searching for new predictive
markers is necessary for early detection of resistant to conventional treatment patients.
Keywords: pPNET of bone and soft tissues, children, treatment, survival.

BBEOEHWE

CoBpeMeHHbIE CTAHJAPTHI CUCTEMATU3ALINY OHKO3a00/IeBaHMIl IO Pa3yMeBaloT CO3/laHue
KaHIep-PEerucTPOB C Ie/IbI0 PErUCTPAlMY IEPBUYHBIX MTALMEHTOB C OHKOTIATONIOTHEN
KOCTel M MATKVX TKaHel, CTafpOBaHNSI IIPOLiecca U HOC/IeNnedeOHOro HabmoeHI
[1-4]. Capxoma FOunra (CIO) KOCTHOII TKaHUM — BTOPOE II0 YaCTOTe BCTPEYAEMOCTH
HOBOOGpasoBaHMe CKeneTa y jerelt 1 nofpoctkos [5]. [IpumutiBHas nepudepndeckas
HelipoakTogepManbHas omyxonb (ITH3O) BeifiensgeTcsa Ha OCHOBAHMM MapKePOB
HelpoHaIbHOI Iy depeHIMpOBKI: HelipoH-crenmdmiecKoi enonasel, CD57,
cnHanTo(U3NHa, a TaK>Ke IPOTenHOB HeitpoduiomenTa u S100. B HacToAm M MOMEHT
Bce 6osblliee pacIpoCTpaHe e OTydaeT Te3NC, YTO Haludye OOIIX TeHeTHIEeCKIX
nedekToB mo3sossier 00bennHENTD Knaccudeckyio CIO u [THIO Kocreit u MATKMX TKaHE
B e[MIHYIO TPYIIITy OITyXOJel ceMelcTBa capkoMbl IOMHTra ¢ MIeHTUYHBIM TEPANeBTUYECKUM
wianoM. OpiHaKo paHee 3Tu 3a60/IeBaHNA PACCMATPUBAIMUCh KAaK OT/e/IbHbIE HO30/I0T UM,
u nanyenTst ¢ [THIO nmeunmich 1o cxemaM, pa3pabOTaHHbIM 1A MATKOTKaHO (Kak
MPaBIIIO, PAaOIOUIHOTO STUOTeHe3a) OHKoIaTooruu [5-6].

VI3BECTHO, YTO TOJIBKO XUPYPIUIECKUIL 11/ WK JTy9eBOJ METOMBI IIO3BOJIANN BbITIEYUTD
Bcero 10-15% naiuenToB ¢ 1oKan3oBaHHbIMI Gopmamu bomesHn [6]. B ocTanbHbIx
CTyYasx BO3HMKaJI CUCTEMHBIN pennuB 3abonepanyA. Ha mpoTsXeHrn MOCTETHUX
JecATUAEeTUI TedeOHble U TuarHocTrdeckue onuyy A nanyenTos ¢ ITHOO nccnepyorca
IIOCPEICTBOM MY/IBTUIIEHTPOBDIX IPOTOKO/IOB, MIPENYyCMAaTPUBAIOINUX KOMIUIEKCHYIO

VT MHOTOKOMITOHEHTHYIO Tepanuio. VIcronb3oBaHme CUCTEMHON XUMUOTEPATIAN
TIO3BOIMIIO 3HAYNMTEIBHO YIYYLUINTD OT/Ia/IeHHbIE PE3Y/IbTaThl iedenHus, 1o 60-65% sa
nocneruue gecstuaetus. OGHAKO 3T HOCTYDKEHM He IPUBENM K YBEIMYEHNIO KONMMYeCTBa
MOJIO)KUTENIbHBIX ICXOJ0B JU/ISl AIIIEHTOB C HA/IMYMEeM METACTa30B Ha MOMEHT IIOCTAHOBKMU
[IMAarHo3a; NoKas3areay BbDKMBAEMOCTH /11 HUX He IpeBbImaioT 20-25%, HecMOTps Ha
MCIIO0/Ib30BaHNME BBICOKOVMHTEHCUBHBIX XMMUOTEPANIEBTNYECKIX PEXXMMOB I aTPECCUBHBIX
NIOKa/IbHBIX TIOAXO/OB [7, 8]. [ToMMMO HanMn4usi METacTa30B, B OO/IBIIOM KOIMIECTBE
JIUTepaTypHBIX UCTOYHMUKOB IIPE/ICTAB/IEHBI IPYTHUE KIACCUYIECKVE KITMHIYECKIE

MapKepbl HEOATONPUATHOTO POrHo3a. Bobliioil pasmep HOBOOOPa3OBaAHNA,
HeJOCTaTOYHAas CTeIleHb HEKPO3a OIYXO/IN [TOC/Ie MHAYKIMOHHO XMMIOTEPATINHN,
LeHTpa/IbHAs JIOKA/IU3ALVsI HOBOOOpasoBaHMs, Ooree CTapunii BO3PACT Mal[MeHTa MOTYT
CBUIETE/IbCTBOBATH O XYALIEM Mcxofe 3abonesannusa. OfHAKO 3TV NapaMeTpbl BeCcbMa
BapuabebHbl ¥ Ha CETONHALIHMI IeHb, KaK IIPaBUJIO, HE UCIIONIb3YIOTCA B COBPEMEHHBIX
[IPOTOKOJIaX B Ka4yeCTBe MAPKEPOB CTPATUPMKAIIVM NTAIMEHTOB Iepef] HayaloM CUCTEMHON
Tepanuu [8]. 3a 15-1eTHuit epuox B Pecry61mKaHCKOM HayYHO-TIPAKTIIECKOM LIEHTPe
IeTCcKoi oHKonorum, remaronoruu v ummysonoruu (PHITIIOTU) Peciy6nuku bemapycs
(PB) mpoBefeHO neueHme 43 MalyeHToB ¢ 10Kaamn3oBaHHbiMU popmamu ITHIO.
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JlokannzoBaHHble GOPMbI MPUMUTVBHOW NeprUPpepryecKon HeMpPOIKTOAEPMaNbHON OMYXONn KOCTEN N MAFKNX
TKaHel y feTeil B Pecny6nvke benapycb: aHanu3 pesynbratos Tepanui 3a 15-neTHui nepuog HabnopeHns

LIESTb NCCNEQOBAHNA

O1eHKa IoKasaTesell JOIrOCPOYHOI BBDKMBAEMOCTH M aHAN3 TTALMEHTOB C IMarHO30M
ITHSO xocTeit 1 MATKUX TKaHel 71 YCTAHOBIEHUA OTINYMI B KIMHUKO-IIATOTOTMYECKUX
XapaKTepPUCTUKAX IPYIIII C O/1arONPUATHBIMU U HeOIAarONPUATHBIMY Pe3y/IbTaTaMu
Tepanmn.

MATEPWATIbl U METO/1bl

Bbun MCIIONBb30BaHBI JAaHHBIE []eTCKOTO Cy6-KaHIeppPerncTpa, B KOTOPOM C

1999 1o 2014 r. 3apeructTpupoBaHsl 43 nmanuenta c guarsosom ITHIO kocreii n

MATKMX TKaHeT, ANarHoCTNpOBaHHble B Pecrry6/IKaHCKOM HayYHO-TIPaKTUIECKOM
[[EHTPe JeTCKOI OHKOJIOTHM, T€MATOIOT MU I MUMMYHOJIOT VMM, KOTOPBIN ABJIAETCA
eIMHCTBEHHDBIM YIPEX/IeHNEM 15l JIe9eHNsT e Tell U HOfpOoCcTKOB Pectrybnmukn

Benapycs no 18-nerHero Bospacra [9]. IIpy mocTaHOBKe [MarH03a UCIONb30BAICH
CUCTOIOTUYECKIIT, UMMYHOTMICTOXVIMIYECKIIT M MOJIEKY/ISIPHO-0110/TOT M IeCKIUIT

MeToppl. [lanyeHTaM OCyIeCTBIsAICS JIOKa/IbHBI KOHTPO/Ib (OIepals, onepanus +
JIydeBast TepAIls, TOJIbKO JIydeBasi Tepalnys) U IIPOBOAMIOCH IPOTPAMMHOE CUCTEMHOE
neveHue. VICIIONb30BaJICh 5 PEXMMOB CUCTEMHOI XuMuoTepanvi. [Ipu pexxume A
XUMUOTEPANysi OCYLIECTB/ISUIACH [0 IPOTOKO/TY MATKOTKAHBIX OIIyX0/leil pabIonIHOro
reHesa: UCIIONIb30BAINCH BUHKPUCTHUH, JOKCOPYOMLIMH, a/IKM/IMPYIOLIVIe aTeHThl,
3TOMO3MU, Tiperaparst wiatuHel [10]. Pexxum B 6asupoBaics Ha peKOMeHIALMAX
EBpormnerickoro o61jecTBa OHKOIOTOB mocjie 1992 I.: MCIIoMb30BaMiCh BUHKPUCTUH,
IOKCOPYOULMH, JAKTUHOMMIIVH, STOMO3M, 2 TAK)XKe a/IKUIMPYIOLIe areHThbl Mdochammy
u nuknopochamnn B pexxnme paagomusanyu [11]. VIHgyknyonHas cxema pexxuma C
COOTBETCTBOBA/IA PEKOMEHMAINISAM aMePUKaHCKUX JeTCKIX OHKOIOTOB IS K/TAaCCUIeCKOM
CIO u nogpasymeBaa npoBefieHIe B aTbTePHUPYIOLIEM peXuMe 6710KOB BUHKPUCTHH /
pokcopybury / nuknodochamup n aronosus / ndocdavup [12]. Koncomnaupyromias
tepanysi pexxuma C IIPOBOAMIACH OCPENCTBOM BBICOKMUX 03 OycynbdaHa u MendanaHa
C IIOJiepPXKKOIL TepudeprdecKoit cTBOIOBOI KneTKoi [13]. Pexxum D 6asuposancsa Ha
pexoMeHanmsAx EBporerickoro obmecTBa OHKOIOTOB mocie 1999 r.: MHAYKIMOHHBIE
6710KY GBI YETHIPEXKOMIIOHEHTHBIMY (BUHKPUCTYH, JOKCOPyOuiyH, ndochammn

¥ 9TOIIO3M]T), KOHCOMMAMPYIOLIasi Tepanus Oblla TPEXKOMIIOHEHTHOM (BUHKPUCTHH,
ndochamnn, aktuHomunyH J) [14]. [Ins ceeKTUBHBIX MaleHTOB pexxuMa E Hapagy ¢
YeTBIPEXKOMIIOHEHTHOI MHAYKIIMEl ¥ TPeXKOMIIOHEHTHO KOHCOMMAIe IPUMEeHAIach
6710Kajia aHIMoreHesa IpenaparoM OGeBann3ymab Ha OCHOBAHNY YPOBHEI MapKepoOB
AHTMOTeHe3a B TKaHY OIYXOJIM Ilepef CUCTEMHOM Tepanueit.

[Tocre OKOHYAHS JIEUeH I TIAIMEHTHI Habmomamich JJeTCKuM cy0-KaHLepperncTpoM
Pecrry6nuku Benapych ¢ OCTOSIHHBIM 0OHOB/IEHNEM CTaTyca. [JIMTeTbHOCTD
6eccobbrtuitnoit (BCB), o61ert BepkuBaemocTy (OB) 1 KyMy/IATHBHOM 4aCTOTBL peLMaNBA
(KYP) ucumcsinach OT BpeMeHM II0CTaHOBKM MHUIIMA/IbHOTO AMarHo3a.

CraTucTUyecKuil aHa/Iu3 JAHHBIX IIPOBOAMIICS C UCIIOIb30BAHMEM ITpOrpaMmbl R-statistics
Bepcus 3.2.0, R Foundation for Statistical Computing, nunensus GNU GPL. Onenka
CTaTUCTMYECKON 3HAUYMMOCTH Pas3/yuMil MEXY CPAaBHMBAEMBIMI KOIMYIECTBEHHBIMU
rokasareyisiMu IpoBoamIack ¢ nomoibio U Tecta ManHa - YutHu. CpaBHeHMe B

rpyINIax [0 MHANBUAYAIbHBIM IIapaMeTpaM IPOBOAMIOCEH C TIOMOIIBI0 X* TecTa. [
OLIEHKV BBDKVMBAEMOCTH IIALMEHTOB IpuMeHsiyIcs Metoy; Kaplan — Meier. Pasmians B
BBDKMBAEMOCTI OLIEHMBAINCD C MCIIOIb30BaHueM log-rank Tecta. Kymynatusnas yacrora
BO3HMKHOBEHMSI COOBITUII PACCIUTBIBATIACH METOLOM KOHKYPUPYIOLIMX PYCKOB, Pas/Inydus
KYMY/IATVBHBIX YaCTOT OLIEHMBA/IMCh C MCHIONIb30BaHMeM TecTa Gray. Bee pasnmmunsa
CYMTAIUCh CTATUCTUYECKM 3HaYMMbIMU I1pu p<0,05.
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PE3YJIbTATbI N OBCYXKAEHWE

V 2 13 43 (4,6%) MaIMEeHTOB KOHCTATMPOBAHA CMEPTb OT MH(EKI[MOHHbIX OCTIOXHeHMI 63
IPU3HAKOB Hamuums perupusa. [l 5 us 15 (33,3%) manueHToB C peuuBaMy IIOBTOPHO
JIOCTUTHYTA PEMUCCHsL IIOC/IE TEPANMM 2-71 IMHUM BKJTI0Yasl IOBTOPHbII JIOKa/IbHBII
KOHTPOJIb; OHM >K/BBI HA MOMEHT aHA/IN3a.

K/IMHMKO-[IATO/IOTMYECKIE XapPaKTePUCTNKM MALMEHTOB C TOKa/TM30BaHHBIMY (popmMamu
ITHOO mpepcrasnens! B rabnuue. [lanyeHTs! 6bUIM pasjeneHbl Ha 2 TPYIIIbI HA OCHOBAHUN
Ha/IM4Ms WM OTCYTCTBYA PelMAMBa/IPOIO/DKEHHOIO POCTa 3a007eBaHMS.

Hau6oree yacToii Tokanusanueit B o6enx rpymmnax 6sum pe6pa, DalyeHTsl C ITOM
JIoKanmu3anyen B 06eux rpyIax npejcTaBleHbl IPMMEPHO B ITOJIOBUHE C/TYYaeB:

53,8% mIs penuagUBHBIX ManyeHTos u 50,0% B IPyIIIe C peMUCCHeiT IO OCHOBHOMY
3a60meBanuI0. BTopoit 1o YacToTe BCTPEYaeMOCTH IOKA/IU3AIVell OKa3amiCh TIO3BOHKIL.
HoBoo6pa3oBaHyusi KOHEYHOCTEN KOHCTaTMPOBAHDI y 6,6% M/1s1 IPYIIIbI C PEIUANBAMU U
11,5% JyTs TPYTIIIBI IALMEHTOB 6e3 HebmaronpuaTHoro ucxopa. O6a ciyyas moKamMsalumn
[TH20 B 06/macTy Tasa nuMeny GIaronpysTHBIL MCXOJ| 3a00TeBaHMA.

He KOHCTaTMpPOBaHO 3HAYMMBIX PA3/IMUMIl B TPOIEHTE IMMPOKUX PE3EKIMII, TAKXKe KaK 1
B OTHOCKTE/IbHOM KOMMYECTBE IA[EHTOB, KOTOPBIM OBIIO BBITIIOTHEHO XUPYPrudecKoe
BMeNIATeNbCTBO. IIPOIIeHT BLITIONTHEHUS TONIBKO JTy4€BON Tepanny B Ka4eCTBE JIOKa/IbHOTO
KOHTpOJIst 6bUI IpaKkTHdecKy upenTuden: 28,6% n 30,8% B cpaBHMBAEMbIX TPYTITIAX.

OtMeueH GONBIINIA YEIbHBII BeC CTy4aeB MCIIO/Tb30BAHMSL IIPOTOKOIOB A/ MATKOTKAHbIX
pabIOV/IHBIX OIyXOJIell B IPYIIIIe C HeOIArOMPUATHBIMY MCXORamMy 3abonesanust. [l
IAIMEHTOB C PEMICCHelt II0 OCHOBHOMY 3a00/IeBaHNIO KOHCTATNPOBAHO OOIbllEe

KNMHUKO-NaTONOrMYeCKNe XapaKTepuCTMKIY NaLeHToB ¢ NoKannsoBaHHbiMu popmamu MHIO kocreit n
MATrKUX TKaHewn

! ' MaymeHTbl C PeLUANBOM, MauywneHTbl 6€3 peunanBsa,
XapaKTepucTukmn N=15 ‘ ~  N=26 ‘ - P

| 'N % N | % |

‘Mon ; 3 ! |

' My»ckon 8 1534 11 1423 10,4952

| KeHcKuin 7 1 46,6 115 157,7 |

| AHaTommMyuecKas nokanusauma | f 3 | ;

' Beapo " 16,6 3 11,5 10,6126

| Pebpo '8 1538 113 150,0 108370 |
' Yepen i3 19,8 12 17,7 10,2460 |
| Mo3BoHKN 3 1198 6 123,1 108187 |
| Ta3 |0 0 2 17,7 102707 |
' Onepayua ! | | | i
' lnpokas pesekuus 6 /40,0 10 1385 10,9225 |
' YacTnuHas pesekuus 4 126,6 17 126,9 10,9857 !
| He BbinonHanacb |5 1334 9 134,6 10,9335 !
' JloKanbHbli KOHTPONb | ! ! ! | i
| Tonbko onepauus 14 1286 ' 1423 103166 |
' Onepauus n obnyueHve 6 142,8 7 126,9 10,3861 |
| Tonbko obnyuetme 4 1286 '8 1308 10,7809
' TUCTONOTMYECKUT OTBET | | | |
| Hekpos 290% 12 128,6 110 176,9 10,0885 |
| Hekpos <90% '5 1714 i3 1231 10,0898
| Pexum xummoTepanmn | ! 3 | } !
| Pexxim A* 17 147,2 7 1278 10,1991 |
| Pexxum B 0 0 i1 38 10,4419

| Peskm C 1 166 3 nma 106126
| Pexxum D i3 1198 |5 119,0 10,5820 |
| Pexum E 14 126,4 110 1380 10,4430 |

MpuUmedaHue: ¥ — onMcaHne PEXMMOB XMMVOTEPanu NPeACTaBeHo B rase <Matepuanbl v METOAbI.
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JlokanusoBaHHble GOpMbI MPUMUTNBHON NeprdepUUecKoi HeNPO3KTOAePMabHO OMyXONn KOCTeN 1 MArKMX
TKaHei y fetei B Pecny6nuke Benapycb: aHanms pesynsTaTos Tepanin 3a 15-1eTHUi nepuop HabiofeHus

KOTIIIeCTBO BbIPaXKEHHOTO (290% Hekpo3a) omyxorneBoro naromopdosa — 10 maimeHToB
(76,9%).

Bospact nanmenTos Ha MOMEHT OCTAaHOBKY iUarHo3a, yposens JI/IT, a Takoke pasmepbl
MEPBMYHOTO OIIYXO0JIEBOT'O OYara BapbUPOBANNCh B MIMPOKMX [[MAlla30HAX M 3HAYMMO He
OT/IMYA/IACD TIPY OIleHKE MeMAHHBIX 3HAYEHMII B CPaBHMBAEMbIX rpymmnax (puc. 1).

I maumenToB ¢ moxanusoBanHbiMu hopmamu [THIO 66m onernens! nokasareu BCB,
OB u K9P 3a 15-nernnit nepuoy nabmonenus. Kak npescrasneno ua puc. 2, BCB Bceit
KOTOPTBI cocTasuna 57,9%, OB 6pima 70,3% u KYP cocrasua 37,4%.

B Hacrosmem uccnenoBanmy rpencraBied aHanus JOArOCPOYHON BBKMBAEMOCTI
IALMEHTOB JJeTCKOTO BO3PACTa C TI0Ka/MM30BaHHbIMY popmamu [THDO kocTeit u MATKUX
TKaHeil U OCYI|eCTB/IEH aHA/IN3 K/IMHUKO-ITATONIOTMYeCKIX XapAKTEPUCTUK B 3aBUCHMOCTI
OT UCXOMOB 3a601eBaHuA 3a 15-71eTHII nepuop B Pb.

IIpy oueHKe MALMEHTOB C PeNMIMBOM 3a60/IeBaHNA M HAXOAAIIMXCA B PEMICCUN
KOHCTaTYPOBaHa COIOCTABMMOCTD I'DYIII KaK B MCIIOb30BAHNUM TePANIEeBTUYECKIX
IIOZXO/I0B (JIOKa/TbHbIII KOHTPOJIb M CUCTEMHAS TEPATINA), TAK U B KIMHIIECKIX
ToKasaTe/six (MOJ1, BO3PACT, IOKA/IM3ALMsA 1 PasMep IePBUYHOTO OMyXO/eBOT0 0Uara).

B rpymme peuauBoB HECKONBKO Mpeo61aia/y NaleHThl MY>KCKOTO T0NIa, HO He 6bII0
KOHCTaTMPOBAHO Pas3iuymnii 10 Bo3pacTy. Kak M3BeCTHO, Ha/lM4Me METaCTaTUIECKOTO
HOPaXXEHNUS SIB/IAETCA HEOCIOPYMBIM (PaKTOPOM IJIOXOTO KIMHUYECKOTO MCXOMa
s3aboneBanus. ITO KacaeTcs TOKaMM30BaHHBIX GOPM, TO TaKIe APAMETPBI, Kak YPOBEHD
JIAT u pasmMepbl HOBOOOPA30BAHMS, BAPBYUPYIOTCA B IIMPOKOM TUATIA30HE I He MOIIN
OJIHO3HAYHO IIPOTHO3UPOBATh BEPOATHOCTD HACTYIUIEHNA pennanBa. OTMeueHo 6onbliiee
KO/IMYECTBO Cy4YaeB BLIPAKEHHOTO OMYXO/IEBOT0O NaTOMOP(d03a B IPYIIIE Y MAIMEHTOB,
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Puc. 1. Mokazarenu Bozpacta, ypoeHs JIT, o6bema n pasmepa HoBoo6pazoBaHus y naymeHToB
C nokanusoBaHHbIMM dopmamn MHIO B rpynnax 6naroNnpmATHOro N He6aroNPUATHOrO NCXoga
3a6oneBaHuns
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HAXOMISALIMXCS B PEMUCCUY 10 OCHOBHOMY 3a00JIeBaHMIO. DTOT (DAKT SB/IAETCS IOTMIHBIM,
HO HEOOXOIMMO YUUTBIBATD, YTO CTElleHb OTBETA HOBOOOPA30BaHMsA HA IPOBENECHHOE
CHCTEMHOE JIeYeHne CTAHOBUTCS M3BECTHOI TOBKO IIOCTIE HECKOTIBKIX MeCsIeB (KYypPCOB)
VHUIMATBHO XMMUOTEPAITNH U He TI03BO/SET afeKBATHO BO3/EIICTBOBATDb Ha OIIYX0JIb
HENOCPEICTBEHHO TI0CIE IIOCTAaHOBKM [uarHo3a. Komuccus o usydeHuo 61nomMapkepoB
Jerckoit onxonormdeckoit rpymmst (COG, Childrens Oncology Group) HanmonanbHaoro
nHcTuTyTa 350poBbsi CIIIA cBuAeTeNnbCTBYET, YTO HA CETORHSAIIHMIL IeHb OTCYTCTBYET
YeTKOe TIOHMMAaHME TOTO, KaKue mokammn3oBaHHble Gopmbl [IHDO He OTBeTAT Ha JledeHMe
M IS KaKUX Tepanus okaxercs addextusHoit [7]. Takum 06pa3oM, HOBbIE TOAXOLEL,
HOApPa3yMeBaIOLIye M3YIeHNUE OO0 OIYXO/H, HeOOXORUMBI J/Isl CTpaTU(UKALIUN
[ALMEHTOB [epe] CYCTEMHBIM JIeYeHVeM Ha IPYIIIbI HEY/JOB/IETBOPUTEIBHOTO 1
TIOTIOKUTETLHOTO MCXOMIOB 3a00/IeBaHK .

B ananmuse pe3ynbTaToB JIeYeHUs TEPAIIEBTUYECKUX IIPOTOKOIOB MATKOTKAHBIX

omyxoreit IRS-I, IRS-II, u IRS-III (Intergroup Rhabdomyosarcoma Study) mokasatenu
10-7eTHEN BBDKMBAEMOCTH I/Is1 JIOKanm30BaHHbIX popM ITHIO kocTelt 1 MATKUX
TKaHell COCTaBUIM OT 62 10 65% [8, 15]. [Tpn 06 benMHEHHOI OlleHKe KIMHWYECKIX
ucxonoB 683 mauuentos ¢ [IIHDO Appelbaum et al. koncratuposanu 69% 5-neTHei
o0111el BBDKMBAEMOCTH 1A JIOKaMu30BaHHBIX ¢opM [6]. ITo pesynsraTam EBpormerickoro
tpaina EICESS-92 n nanabix CeBepo-aMepuKaHCKUX ucciefosateneit rpynnsl COG
(Children’s Oncology Group) 65110 KOHCTaTMPOBAHO, 4TO MalueHTs! ¢ ITHO nonyvann
TepaInio, NeHTNYHy0 Knaccudeckoit CIO, a Takke KOHCTATMPOBAaHBI MJEHTUYHbIE C
NoKanu3oBaHHbIMK GopMmamy Knaccudeckolr CIO mokasarenyt BBDKMBAeMOCTH Ha YPOBHE
65-70% [11, 12]. AHanu3 JONTOCPOYHBIX IIOKa3aTeell BbDKMBAEMOCTH ITallIEHTOB
Benapycu mokasai, 4ro yposenb BCB u OB npu noxanusosanubix popmax [THIO (58%
1 70%) cOIIOCTaBMM CO CTaHAAPTAMM CTPAH C Pa3BUTON CUCTEMOI 3/[paBOOXPaHEHNA.
Heo6Xx0pnMO yInTHIBATD, YTO LIeHTPAIU3AL s JUATHOCTHYECKIX U JIe4eOHBIX
MEpOIPUATUI B OFHOM BBICOKOCIIEIMAIM3MPOBAHHOM YYPEXXIECHUY [103BOJIAET
YBE/INYNUTD BEPOSITHOCTD OJIArOIPIUATHBIX UCXOOB [JIs BCEX MeAMaTPUIECKIUX [alieHTOB
pecry6ImKy ¢ JaHHON aTONIOTMeN.
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Puc. 2. O6wan, 6eccob6bITNiiHAA BbKMBAEMOCTb M KYMYNATUBHaA 4acToTa peLuanBOB NaLieHToB
c nokannsoBaHHbiMu popmamm MHI0

Mpumeyanusa:

06Las BbXK1BaemocTb: N=43, 31 xuB [70,3%+7,2%];

6eccobbITUHAA BbPKMBAEMOCTb: N=43, 26 6e3 cobbiTus [57,9%+7,9%];
KyMyNATUBHaA YacToTa peunansoBs: n=43, 15 peunansos [37,4%+7,9%)].
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JloKan3oBaHHble GOPMbl PUMUTUBHON NepUdepUUecKor HeNPOIKTOAEPMAbHOM OMyXOoNi KOCTEeN N MATKNX
TkaHell y aetelt B Pecny6nuke benapycb: aHanu3 pesynbTaTos Tepanuu 3a 15-1eTHU nepuon HabnoaeHus

3AKJTIOMEHUNE

JlonrocpovHble OKa3aTeM BhKMBAEMOCT IeANaTPIIECKIX TIAIIMEHTOB ¢
noxanmusosaHHEbIMU popmamu ITHIO KocTelt n MATKUX TKAHEN B Pecrrybnuke benmapycp
COOTBETCTBYIOT CTaHAAPTaM CTPAH C PasBUTOI CUCTEMOIL 3paBoOXpanenus. [IoMCK HOBBIX
IPOTHOCTNYECKIX MAPKePOB HEOOXO/IUM ISt IPOTHO3MPOBAHMA PESUCTEHTHBIX ¢dopm
3a6071€BaHMs U CBOEBPEMEHHOI MHTEHCHUKALNY TTEICHIA.
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