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MPUMUTUBHASI HEUPOSKTOJAEPMAJIBHASI OITYXO.J1b KOCTEX
U MATKUX TKAHEN Y MAIIMEHTOB JETCKOI'O BO3PACTA
PECITYBJIMKHU BEJIAPYCh: KIMHUYECKHUE UCXO/bI
U IMIOKA3ATEJIHN BBIZDKUBAEMOCTH 3A 15-JTETHUA ITEPHO/I

OreHEeHbI KIIMHUKO-TIATOJOTNYECKHEe XapaKTEPUCTUKH U JJOITOCPOUHBIE T0KA3aTeIH BBIKUBAEMOCTH NMAI[HEHTOB C MPU-
MHUTHBHOW nepudeprudeckoil HelpodkToaepManbHoi onyxoibio (MITHDO) kocTel u MIrkux TKaHei. B aHamn3 BKIIOYEHBI
53 maumenTa ¢ nlIH30, nony4asuux neuyenue ¢ 1999 no 2014 r. O6mas BEIKUBAEMOCTD Il BCEH KOTOPTHI MALIUEHTOB CO-
craBuaa 60,2 %, mpu J0KaIM30BaHHBIX U MeTacTaTHueckux Gopmax — 70,3 u 20,0 % cooTBeTcTBeHHO. He BBIsSIBICHO 3HAYH-
MBIX OTJIMYMH B XapaKTEPUCTHKAX MAIllMEHTOB (IT0JI, BO3PACT, YPOBEHb JAKTATAETUPOreHas3bl, pa3Mep U JOKaIU3alus OIy-
XOJIU U JIp.), TO3BOJISIOIIUX MPOTHO3UPOBATH HCXO/ 3a00IeBaHM s epe]] HauaaoM TepamnHH.

[loka3zaTenu JOATOCPOYHOM BEKMBAEMOCTH HAllMEHTOB AeTcKoro Bo3pacta ¢ nIIHDO kocteil u Miarkux tkaHeii B Pec-
ny6nnke berapych COOTBETCTBYeT CTaHAAPTaM CTPaH C Pa3BUTON CTPYKTYpOU 3/1paBooxpaHeHus. MoseKyIspHble MapKe-
Pbl, XapaKTepu3ytolue GHOJOru0 HOBOOOpa30BaHH s, HEOOXOAMMBI AJIS IPOrHO3UPOBAHMS UCX0/1a 3a00I€BaHU Y MAlMEH-
TOB, OIYXOJIb KOTOPBIX MOKET ObITh PE3UCTEHTHOH K COBPEMEHHBIM CXEMaM JICUEHMU L.

Kniouesvie crosa: nepudeprueckas HeHPOIKTOACPMAIbHAS OMYXO0Jb KOCTEH U MATKMX TKaHEH y JeTel, JieueHue, Bbl-
KUBAEMOCTb.
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CLINICAL OUTCOMES AND SURVIVAL RATES OVER THE 15-YEAR PERIOD
IN PEDIATRIC PATIENTS WITH PERIPHERAL PRIMITIVE NEUROECTODERMAL TUMOR OF BONE
AND SOFT TISSUES IN REPUBLIC OF BELARUS

Peripheral primitive neuroectodermal tumor (pPNET) can occur in any bone or soft tissue and is about a quarter of all
pediatric patients with Ewing’s sarcoma family of tumors. The aim of this study was to investigate whether patient
characteristics differ between the cases with favorable and unfavorable outcomes. Thus, 53 pediatric patients with pPNET
from the Republic of Belarus reported to the sub-cancer registry database from 1999 to 2014 were evaluated. The survival
rate was estimated by means of the Kaplan-Meier method and was compared using log-rank tests and Cox proportional
hazard models. Overall survival (OS) was superior for localized pPNET compared with metastatic forms (70.3 % vs 20.0 %;
P =10.0016). Fifteen-year OS for the entire cohort of patients was 60.2 %. 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 pediatric patients with pPNET from the Republic of Belarus comply with the generally accepted
standards. Patients with metastatic status need new treatment strategies. Search for new predictive markers is required for
early detection of resistant to conventional treatment patients with localized pPNET.

Keywords: peripheral primitive neuroectodermal tumor, pediatric patients, treatment, survival.

Brenenue. [IpumutnBHas nepudepudeckas HelporkTonepManbHas omyxois (M IHD0) moxeT BO3-
HUKaTh B KOCTSX WM MITKUX TKaHAX JFO00M Jokanu3anuu y 1/4—1/3 Bcex mannueHToB JETCKOTO BO3-
pacta c onmyxonsamu cemeiicTBa capkombl FOunra (CIO) [1, 2]. Mconp3oBaHue KaHIIEP-PETUCTPOB C Tie-
JBI0 PETHCTPAINHU MIEPBUYHBIX TAIIUEHTOB, CTAAUPOBAHUS OHKOJIOTHYECKOTO TpoIiecca U mocienedeo-
HOTO HAONIONEHUS SIBISETCS COBPEMEHHBIM CTaHIAPTOM ISl CHCTEMAaTH3aIlMH Pe3yIbTaTOB TEPAITHH
[2—4]. Otnuuue nITH20 ot knaccudeckoit CKO 0CHOBBIBaeTCSl HA HAJIMYHUHU MapKEPOB HEUPOHATBHOMN
nuddepeHTupoBKH: HelpoH-crienuduaeckoir eHonasel, CD57, cmHanTodu3nHa, a Takke MPOTEHHOB
aHetipopumomenta u S100 [5, 6]. Panee nIIHDO paccmarprBaiach Kak OTACIIbHAS HO30JOTHS U JICUH-
Jach 10 cxeMaM, pa3paboTaHHBIM I MATKOTKAaHHOMW matonoruu. [lo3mHee oOHapy KeHHbBIE TeHeTHYe-
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CKHE TOJIOMKH, MICHTHUYHBIe ¢ Kiaccnyeckod CHO, manm ocHoBaHMe OOBEAMHHUTH 3TH HO30JOTHH
B OZIHY TPYIIITY U HCIOJIb30BaTh NPOTOKOJBI KocTHOH CHO. M3BecTHO, 4TO MPUMEHEHHE TOJIBKO JIOKaIb-
HOT'O0 KOHTPOJIS (XHPYPrUYecKOro M/UiIH JTy4eBOr0 METOAOB) TIO3BOJISIIO BBUICYHTH TobKo 10—15 % ma-
[IUCHTOB, B OCTAJIBHBIX CIyYasXx BO3HUKAJ CUCTEMHBIN penuaus 3aboneBanus [6, 7]. Mcnons3oBanue
MOJMXUMUOTEPANTNH 3HAUUTEIIBHO YIYUIIUIIO OTJAJIEHHBIE PE3YNIBTAThI JIedeHUs — 10 60—65 % i1 no-
KaJIN30BaHHBIX (HEMeTacTaTHUecKnx) GpopM 3aboseBaHus 3a nocienue aecsatuietusi. OQHako 3TH J10-
CTHIKEHHS HE TPUBEIH K YBETUYCHHUIO KOJIMUECTBA MOJOKUTEIBHBIX NCXO/IOB Y MAIMEHTOB C HATUYH-
€M MEeTacTa30B Ha MOMEHT MOCTAHOBKH JIHAarHO3a; MoKa3aTejlu BBKMBAEMOCTH y HUX HE MPEBbIIIAIN
20-25 %, HecMOTpA Ha MPUMEHEHHE Pa3IUYHBIX BAPHAHTOB BHICOKOMHTCHCHUBHBIX XUMHUOTEPANICBTH-
yeckuX pesxuMoB [7, 8]. [loMnMo HanmuMsi METAacTa30B B OOJBLUIMHCTBE JUTEPATYPHBIX UCTOUHUKOB
MIPENCTaBIEHBI JIPyTHe KIMHNYECKHEe MapKephl HEOIaronpusTHOrO mporHosa. Tak, GonbIIoi pasmep
HOBOOOpa30BaHMsl, HEJOCTATOUHAS CTEIIEHh HEKPO3a OMYXOJIH MOCIe WHIYKIIMOHHOW XUMHOTEPaIHH,
LEeHTpajIbHas JIOKAJIU3alKsl HOBOOOpa3oBaHusl, Oosiee CTapIIMii BO3pACT NallieHTa MOTYT acCOIIMUPO-
BaThCs C XYALIUM HCX00M 3aboneBanusi. OQHAKO, IO MHEHNIO MHOTHX aBTOPOB, IIUPOKasl Bapuadeib-
HOCTH TIEPEUNCICHHBIX KPUTEPUEB 3a4acTYIO 3aTPYAHSIET MX MPAKTUUECKOE HCIIONH30BaHUE B KITH-
HUYECKOW MpaKTHKe B KadyeCTBE NMPOTHOCTHYECKUX MapKepoB, YTO MOApPa3yMeBaeT aKTyaJbHOCTb
UCClieIOBaHUN B JaHHOM HampasieHuu [6—8]. 3a 15-netHuit mepuon B PecryOamkaHCKOM HaydHO-
MPaKTHYECKOM IIEHTPE AETCKOH OHKOJIOTHH, TeMaTonioruu u uMmMmyHosorun (PHITIJIOI' M) PecryOmikn
Bemapych ocymiecTBiaeHO cucTeMHoe JiedeHue 53 manuentos ¢ mITHD0 kocTel 1 MATKUX TKaHEH.

Lens uccnenoBaHus — OIleHKA MOKa3aTenel JoJATOCpOYHON BEIKMBAEMOCTH U aHAIN3 KJIMHHUKO-TIa-
TOJIOTMYECKUX XapaKTEPUCTHUK MALlUEHTOB JICTCKOTO BO3pacTa ¢ 6JaronpusiTHEIMHU M HeOIaronpHusiTHHI-
MU HCXOAAMHM TE€paluH NPy NPUMHUTUBHON Nepudeprnieckoil HeHPOIKTOASPMAIBHON OIyX0JIH KOCTEH
Y MSITKUX TKaHEH.

MarepuaJibl 1 MEeTOABI HCCJIeIOBAHUs. VIcTionb30BaHbl JaHHbIe JleTckoro cyOKaHIep-perucTpa,
B KoTOpoM ¢ 1999 no 2014 r. 3apeructpupoBaHsl 53 MalMeHTa ¢ OMyX0Jabl0 ACKMHA I'PYyAHOM CTEHKH,
MsrkotTkanHo CIO uwnu nIIH30, nuarnoctupoBanubiMu B PHITIJIOI'Y — enuHCTBEHHOM yupexe-
Hun B Pb nist medwenns geteit m mompocTkoB o0 18-meTHero Bo3pacta [9]. s mOCTaHOBKU AMarHO3a
UCIIOIH30BAIA TUCTOJIOTHUYECKHI, HMMYHOTHCTOXUMUYECKUN U MOJIEKYJISIPHO-OMOJIOTMUECKHI METOJBI.
VY manueHToB OCYIIECTBIISIICS JIOKAJIbHBIM KOHTPOJIb (ONEepalys MpH OMyXOoJasIX KOHEYHOCTEH C 3aMe-
CTUTEIBHBIM SHJOMPOTE3NPOBAHUEM, ONIepalys + JIydeBasi TePaIusl, TOIBKO JTydeBasi Tepanus) U mpo-
BOJIMJIOCH TTPOrPAaMMHOE CUCTEMHOE JiedeHue. JJisi CUCTEMHON XMMUOTEPAITMK UCTIONB30BAIHN S5 PEKUMOB.
IIpu pexxnMe A XMMHOTEpaNUIo OCYIIECTBIISIIN MO TPOTOKOIY MATKOTKAaHHBIX OIyX0Jiel pabaouIHOro
reHe3a, MPUMEH sl BHHKPUCTHH, JOKCOPYOULIMH, aIKUIUPYIOMINE areHThl, 3TOMO3K 1, MTpernaparsl Iia-
tunbl [10]. Pexxum B GasupoBascs Ha pexoMeHIarusx EBpomeiickoro oOriecTBa OHKOJIOTOB TOCHE
1992 r.: ucronp30Bai BUHKPHUCTHH, JOKCOPYOUIINH, JAKTHHOMHMIINH, STOTO3U/I, a TAKXKe alIKUIHPYIO-
e areHTel udochamug u nukinopochamua B pexume pangomuszanuu [11]. MHaykiuonHas cxema
pexxuma C COOTBETCTBOBaIA PEKOMEHJALUAM aMEPUKAHCKUX JETCKUX OHKOJIOroB juisi kocTHOH CHO
U ToJpa3yMeBalia MPOBEACHUE B alIbTEPHUPYIOIIEM pekrMe OJOKOB BUHKPHUCTHH/IOKCOPYOULINH/IU-
kinodochamua u sTonmozua/udpochamun [12]. Koncommaupyromyro Tepamnuio pesxkuma C mpoBOIHIIH TT0-
CPEJICTBOM BBICOKHUX 7103 Oycyib(daHa u Mendaana ¢ MoAepK KO nmepudepuueckor CTBOIOBOM KIIET-
ko#t [13]. Pesxxum D GazupoBaincst Ha pekoMmeHIanusix EBporerickoro odmectBa oHKOIO0roB nocie 1999 r:
WHYKIINOHHBIE OJOKHM OBUTM YeTHIPEXKOMIIOHEHTHBIMHU (BUHKPHCTHH, ITOKCOPYOHITNH, Udochamua
¥ 9TOTMO3U/[T), KOHCOTUAMPYIOIas Tepanus — TPEXKOMIIOHEHTHOH (BUHKPHUCTHH, UdochaMu, akTHHO-
munuH Jl) [14]. Y cenekTUBHBIX MallMEHTOB pexxuMa E Hapsay ¢ 4eThIpeXKOMIOHEHTHON MHIyKITHeH
U TPEXKOMIIOHCHTHOM KOHCOJIMJAIMeld MpUMEeHsIN OJoKady aHrHOoTreHe3a mpenapaToM OeBannzymad
Ha OCHOBaHMM YPOBHEH MapKepOB aHI'MOreHe3a B TKaH! OIyXOJIH Nepe CUCTEMHON Tepanuen.

Ilocne okoHUaHUS JIE€USHUS MaMEeHTHI HaOmoaaIuch JleTckum cyOkaHmep-peructpom PecryOmmkn
Benapych ¢ TOCTOSIHHBIM OOHOBJICHHEM cTaryca. J[IUTeNbHOCTh OSCCOOBITHMITHON BBIKMBAECMOCTH
(BCB), o6mieit BeikuBaemocTH (OB) u kymysiTuBHON 4acToThl pennauba (KYP) ucuuncnsnace ot Bpe-
MEHM NOCTAaHOBKH MHUIMAJIBHOTO IHArHO3a.

CraTrucTHyecKuid aHaIu3 TaHHBIX MPOBOAMIIN C WCIOIB30BAHNEM MPOrpaMMbl R-statistics Bepcun
3.2.0 (R Foundation for Statistical Computing, munensust GNU GPL). CTaTUCTHYECKYIO 3HAYUMOCTh
pas3nuuui MeXy CpaBHUBAEMbBIMH KOJIMYECTBEHHBIMU TTOKa3aTeNIsIMHU OIIEHUBAJIH C TOMOINBI0 U-TecTa
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MaHHa-YUTHH, CpaBHEHHE B I'pyNIax [0 WHAMBUIYaJbHBIM IMapamMeTpaM — C MOMOIIBIO ¥ -TecTa.
Kpussie OB u BCB BricTpanBanu no merony Kamnana—Meiiepa (Kaplan—Meier), 1nst cpaBHUTEIBHOM
OLICHKHU JIOCTOBEPHOCTH PA3JIMYUI HMCHOIB30BaNN JIOTpaHroBblii kputepuid (log-rank test). Kymyms-
TUBHYIO YaCTOTY BOSHUKHOBEHHSI COOBITHH PacCUMTHIBATIN METOAOM KOHKYPHUPYIOLINX PUCKOB, pa3iiu-
YUl KYMYJISATHBHBIX YacTOT — € UCTIONIb30BaHUEM TecTa Gray. Pa3inyus cuuTany CTaTUCTUYECKH 3HA-
YUMBIMU TIPU BEPOSITHOCTH onOku Menee 5 % (p < 0,05).

Pe3ynbTaTh! u ux odcy:xaenne. Y 3 (5,6 %) u3z 53 narueHToB (2 — ¢ JIOKaTU30BaHHBIMHU (JOPMaMHU,
1 — ¢ MeTacTaTH4eCcKOl) KOHCTaTUPOBaHA CMEPTh OT MH(PEKIIMOHHBIX OCIOKHEHHUH 0e3 MPU3HAKOB Ha-
anaust peuuauBa. [IoBTOPHO BBRIIUIM B PEMHCCHIO MOCIIE TEPANlUU BTOPOW JIMHUU U JKUBBI HA MOMEHT
ananu3za 5 (33,3 %) u3 15 manueHTOB ¢ penuIuBamMu (BCe ¢ JIOKaJIN30BaHHBIMU (hopMaMHu).

VYuuThIBast, 4TO HAJTMYNUE METACTATHYECKOTO MMOPAKEHHUST HA MOMEHT ITOCTAaHOBKH JTUarHO3a sBIsET-
csi HanOoJiee 3HAYMMBIM (PaKTOPOM MPOTHO3a, KIIMHUKO-TIATOJIOTMYECKUE XapaKTEPUCTUKH MallMeHTOB
C JIOKaJIN30BaHHBIMU M METACTaTUYECKUMH (POPMAMH OLIEHUBAIH OTJCIBHO.

KinHuKo-maTosornueckue XapakTepUCTHKU MAalUeHTOB ¢ JIOKaJIW30BaHHBIMU Gopmamu nlTHDO
npeacTasyieHbl B Ta0u. 1. [lanneHTs! ObUIN pa3zieneHsl Ha JBE TPYINbI HA OCHOBAHUH HAJTUYMSI UITH OT-

Tab6nunal. KInHHKO-NATOOrHYeCKHe XapaKTEPUCTHKH MALUEHTOB € JJOKAJIN30BaHHBIMH (hopmMamMu
nIIH9O0 kocTeii 1 MATKHX TKaHel

Table . Clinical and pathological characteristics of patients with localized pPNEO of bone and soft tissue

[ManuenTs! ¢ penuausoM (n = 15) ITanuenTs! 6e3 peunausa (n = 26)
XapakTepucTHKa 4
n % n %
[Tomn:
MYKCKOH 8 53,4 11 423 0,4952
JKEHCKU I 7 46,6 15 57,7
Bospacr, ner:
<14 8 53,4 14 53,8 0,9747
>14 7 46,6 12 46,2
JIAT, ex/mn 427 B 457 B 0.3423
MenuaHa (MHH.—MaKc.) (242-556) (216-720) >
AHaToMHUYECKas JIOKAJIU3aIHs:
oenpo 1 6,6 3 11,5 0,6126
pebpo 8 53,8 13 50,0 0,8370
yepen 3 19,8 2 7,7 0,2460
MO3BOHKH 3 19,8 6 23,1 0,8187
Ta3 0 0 2 7,7 0,2707
Pasmep onyxonu, cm 9,1 3 8,0 B 0.9697
MeauaHa (MHH.—MaKc.) (2,3-13,0) (2,0-22,0) ’
O0BeM OmyXoJu, MIT 112,0 3 116,2 B 0.4547
Mearana (MIH.—MaKc.) (22,0-715,0) (12,0-1124,0) ?
Omnepanus:
LIUPOKas Pe3eKIUs 6 40,0 10 38,5 0,9225
YacTHYHAs PEe3eKLU 4 26,6 7 26,9 0,9857
HE BBITIOJIHSIACh 5 334 9 34,6 0,9335
JlokanbHBIM KOHTPOJIB!
TOJIBKO OIepalus 4 28,6 11 423 0,3166
oreparus u o0IydeHIe 6 42,8 7 26,9 0,3861
TOJIBKO 00JTyYeHUE 4 28,6 8 30,8 0,7809
I'ucronornyeckuii OTBET:
Hekpo3 =90 % 2 28,6 10 76,9 0,0885
Hekpo3 <90 % 5 71,4 3 23,1 0,0898
Pexum xumunorepanuu:
A 7 47,2 7 27,8 0,1991
B 0 0 1 3,8 0,4419
C 1 6,6 3 11,4 0,6126
D 3 19,8 5 19,0 0,5820
E 4 26,4 10 38,0 0,4430

*Ormucanune pe)kKnMOB XMMHOTEPANUH IPEACTABICHO B pasaene Mamepuansl u Memoodbl UCCie008aHUs.
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CYTCTBHUS PELUANBA/TIPOIOIKEHHOT0 pocTa 3adoneBanus. Kak BUAHO M3 NaHHBIX, IPEACTABICHHBIX
B Ta0. 1, MY>KCKOI TTOJI HECKOJIBKO Mpeodianal B rpymnme peuuauBos (53,4 % vs 42,3 %), omHaKo OT-
HOCHUTEJIEHOE KOJIMYECTBO MALMEHTOB CTapIIeii BO3PACTHON TPYMIIbI ObLIIO MPAKTUYECKH UICHTHYHBIM
(53,4 % vs 53,8 %). YpoBens naxraraeruaporenassl (JIJI), a Takske pazmepsl OIyX0JI€BOr0 oyara Bapb-
MPOBAJHCh B IIMPOKUX JUana3oHax. boiee Toro, y manneHToB ¢ 6JaronpusTHBIM UCXOIOM MEIHAHHbIC
3HaueHus1 ypoBHsa JIJII' m o0bemMa mepBHYHOIO OIMYXOJEBOrO Odara OBIIM HECKOJBKO BBILIE, YeM
B TpyIIie PEUUINBOB (pa3HHIa CTATUCTUYCCKH He 3HaunMa). B o0enx rpynmnax Handomnee yacto (50 %)
oYar OIyXoJu JIOKaJIM30BayCsl B peOpax, BTOPBIMH O YaCTOTE BCTPEYAEMOCTH OKa3aJIMCh MTO3BOHKH.
TazoBast Jiokanu3aims 0OIYHO PACIICHUBACTCS KaK HEOIaronpusTHasl, HO, TIO pe3yJibTaraM HaIllero uc-
CJel0BaHusl, y 000MX MALMEHTOB C HaJIUYUEM ONYXOJH B 3TOH 00JacTH oTMedasiach JJIUTEIbHAs
pemuccus. He koHCTaTUpOBaHO 3HAYMMBIX Pa3IMUUM B MPOLEHTE IMPOKUX PE3EKIUH, TAaK K€ KaK
U B OTHOCUTEJIBHOM KOJIMYECTBE MALMEHTOB, KOTOPHIM BBIIIOJIHEHO XHPYPTrHUYE€CKOE BMENIATEIb-
ctBO. OTMeudeH OONBUINH YASTBHBIN BEC Cly4aeB HMCIOJb30BAHUS MPOTOKOJIOB AJISI MATKOTKAHBIX
pabIouAHBIX OMyXOJeil B TpyIlie ¢ HeONarompusITHBIMH MCXOJaMH 3a00JIeBaHUsA, a KPOME TOTO,
y MalMeHTOB 3TOH TPYMIBI KOHCTATHPOBAHO MEHBIIEE KOJIHMYECTBO BBIPAXKEHHOTO matoMopdosa
omyxouu (=90 %).

B rpynne ¢ metacratuueckumu popmamu nlIHIO0 y 7 (77,8 %) n3 9 nanmeHToOB npou301LIen penu-
JIUB U TOJBKO B 2 CiIyyasXx KOHCTaTHpOBaHa peMuccus. KIMHUKO-MATOIOTHYECKHE XapaKTePHCTUKH
NaIMeHTOB ¢ MeTacTaTHUECKUMHU GopMamu skcTpaoccanbHol CHO npeactaBieHs! B Tad. 2.

Tab6nunmna?2. KinHuko-naToiornyeckne XapakTePHCTHKH MAIIHEHTOB
¢ metactatuuyeckumMu popmamu nIlIHIO kocTeii 1 MATKUX TKaHeil

T able?2. Clinical and pathological characteristics of patients with metastatic pPPNEO of bone and soft tissue

ITanuenTs! ¢ peungusom (n=7) ITanuenTs! 6e3 peunausa (n = 2)
XapakTepucTuka P
n % n %
[Tom:
MYKCKOH 3 429 1 50 0,8577
JKEHCKUH 4 67,1 1 50
Bospacr, net:
<14 4 67,1 1 50 0,8577
>14 3 42,9 1 50
AHaTOMHYECKas JIOKAJIHU3AIHSL:
Oenpo 3 42,8 - 0 0,2568
pebpo 2 28,6 1 0 0,3914
MO3BOHKU 2 28,6 1 50,0 0,5707
Ta3 0 0 50,0 0,0472
Omnepanus:
IIUPOKas PE3CKIUs 2 28,6 0 0 0,3914
YacTHYHAS PE3CKIU 0 0 1 50,0 0,0472
HE BBINOJIHSIIACH 5 71,4 1 50,0 0,5708
JlokanpHBII KOHTPOJIb:
TOJIBKO OIeparus 1 16,6 0 0 0,5708
onepanus u 06nyueHue 1 16,6 1 50,0 0,2840
TOJIBKO 00JTydyeHne 4 66,8 1 50,0 0,8577
T'ucronorndeckuii OTBET:
Hekpo3 =90 % 2 100,0 1 100,0 0,5708
Hekpo3 <90 % 0 0 0 0
MTC n30nupoBaHoO B JETKHE 4 67,1 1 50,0 0.8577
Hdpyrue 3 42,9 1 50,0 ?
Pexum xumuoTepanuu:
A 3 429 1 50
B 0 0 0 0
C 4 67,1 1 50 0.8577
D 0 0 0 0
E 0 0 0 0

“Onncanue PEKUMOB XUMHUOTEPAIIUU ITPEACTABICHO B pa3/iciic Mamepuaﬂbl U MEemoobl UCCICO08AHUSL.
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Puc. 1. BeccoOpITniiHAs BEKUBAEMOCTh MAIUEHTOB B 3aBUCHMOCTH OT
PpacIpoCTpaHEHHOCTH IMpoIecca: JIOKaTu30BaHHbIe GopMEI (1 = 43) — 26
6e3 cobbITus [57,9 + 7,9 %], Bce mamuentsl (n = 53) — 28 6e3 coOBITUS
[50,4 £ 7,1 %)]; meractatuueckue Qopmsl (n = 10) — 2 6e3 coObITHS
[20,0 £ 12,7 %]
Fig. 1. The event-free survival for patients with pPNET depending on the
spread of process: localized forms (n = 43) — 26 without event [57.9 +
7.9 %]; all patients (n = 53) — 28 without event [50.4 £+ 7.1 %]; metastatic
forms (n = 10) — 2 without event [20.0 + 12.7 %]
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Puc. 2. O0mas BbDKMBAEMOCTh MAIlMEHTOB B 3aBUCHUMOCTH OT pacIpo-
CTPaHEHHOCTH Ipoliecca: JIoKanu3oBaHHble GopMel (n = 43) — 31 KuBBI
[70,3 + 7,2 %], Bce maunenTsl (n = 53) — 33 sxussI [60,2 + 7,0 %]; meTacra-
tuueckue Gopmsl (n = 10) — 2 xussl [20,0 £ 12,7 %]
Fig. 2. The overall survival for patients with pPNET depending on the
spread of process: localized forms (n = 43) — 31 alive [70.3 = 7.2 %]; all
patients (n = 53) — 33 alive [60.2 £ 7.0 %]; metastatic forms (n = 10) —
2 alive [20.0 + 12.7 %]

Cnenyer OTMETUTD, UTO CPEAU BHI-
JKUBIIUX TAIMEHTOB | — ¢ H30IMPOBAH-
HBIMH METacTa3aMH TOJIBKO B JIETKHE,
1 — ¢ MyJTBTHCHUCTEMHBIM PacIpocTpa-
HEHHEM, a KpOME TOro, B 000MX CIydasix
¢ OMarompusATHBIMA HMCXOAAMH HMea
MECTO He MepudepulecKas, a eHTPaib-
Hasl JIOKQJIW3alUsl MEPBUYHOTO OIMYXO-
JIeBOTO oyara (Ta3 ¥ Mo3BOHOYHHUK).

TTpoToKOT MATKOTKAHHBIX CAPKOM OBLIT
s dextuBer y 1 (25 %) u3 4 manueHTOB
C METacTaTH4YeCKUM pacIpOCTpaHEHU-
€M OHKOJIOTMYECKOro Mmpoliecca.

Hamu onenennt nokxasarenu BCB,
OB u KYP 3a 15-netaunit mepuon Ha-
OromeHusl Kak JJIs BCEH KOTOPTHI IMa-
nueaToB ¢ nmIIHDO kocTeit M MATKHX
TKaHeW, TaKk W OTAENBHO JJIsI METacTa-
THYECKUX U JIOKAJIM30BaHHBIX (OPM 3a-
OoseBaHUsI.

Kax nperncrasneno Ha puc. 1, BCB s
Bcelt koropTsl nanuenTos ¢ nITHDO co-
ctasuna 50,4 %, nas JIUIl ¢ METacTaTH-
YECKUMHU M JIOKAJIU30BaHHBIMU (hopMa-
mu — 20,0 u 57,9 % cOOTBETCTBEHHO.

s Bceit koroptsl manuentoB OB
cocraBuia 60,2 % (puc. 2), mis Jinil
C METAaCTaTHYECKUMH M JIOKAJIU30BaH-
HbiMu popmamu — 20,0 u 70,3 % coot-
BETCTBEHHO.

KYP (puc. 3) nis Bcelt KOropThl na-
LIUEHTOB coctaBuia 43,8 %, misa auig
C METAaCTaTHYECKUMH M JIOKAJIHU30BaH-
HeiMu (popmamu — 70,0 u 37,4 % coot-
BETCTBEHHO.

Takum 00pa3oM, B HACTOSIIEM HC-
CIICMOBAHUM TIPEICTABICHBI PE3YJIbTa-
THI JICUCHUS 3a 15-meTHUU mepuoi Ha-
OJIFOJICHUS ¥ OCYIIIECTBIICH aHAJIN3 KJIU-
HUKO-TIATOJIOTUYCCKUX XaPAKTEPUCTUK
MAIMEHTOB C OJaronpusATHBIMU U He-
0JIArONPUSATHBIMU HUCXOJaMU  3a0o0J1e-
BaHUA.

ITpu oueHKe rpynm NanueHTos ¢ pe-
[UIMBOM 3a00JICBaHUSI U HAXOJSIIUXCSI
B PEMHCCHH KOHCTaTUPOBAHA UX COIMO-
CTaBUMOCTh KaK B HCIOJb30BAaHUU Te-
pPameBTUYECKUX MOAXOA0B (JIOKAJIbHBIN
KOHTPOJb U CHUCTEMHAas Tepamusi), TaK

W B KIMHUYECKHX TMOKa3aTessiX (IO, BO3PACT, JIOKAJIH3alsl IEPBHYHOIO OIYXOJIEBOI'O 0Yara).
Hannune mMeracTaTHUecKOro Mopa)XeHUs 0CTAETCSl HEOCTIOPUMBIM (PaKTOPOM IJIOXOT0 KIMHUYECKOTO
ucxoxa 3aboneBanus. Uto kacaeTcs JOKaJIN30BaHHBIX (HOPM, TO TaKUE TapameTpsl, kak yposeHb JIJII
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U pa3Mepbl HOBOOOPa30BaHUs, Xapak- 1.0 7
TEPU3YIOTCS 3HAUMTENBHBIM JIHaIna3o- —
HOM M HE MOTYT OJTHO3Ha4yHO XapakKTe-

0.8

pH30BaTh Ty WU HUHYI CPaBHUBACMYIO
koropty. OT™MeueHo OoJipliiee KOIude- o MeTacTaTAuecKS (hopMES
CTBO CIIy4aeB BBIPAXKEHHOT'O OITyXOJIe-
BOTO natroMopdo3a B TpyIIie MaryeH-
TOB, HaXOJAIIMXCS B PEMHCCHUHU TIO
OCHOBHOMY 3a00JieBaHHIO. DTOT (axT
SIBJISICTCS JIOTMYHBIM, HO HEOOXOJIUMO
YYUTBIBaTh, YTO XapaKTep OTBETa HO-
BOOOpa30BaHUs HA TPOBEACHHOE CH-
CTEMHOE JICUCHHE CTaHOBHUTCS H3BECT-
HBIM TOJIBKO ITOCIIC HECKOJIBKMX MECSIICB
(KypCOB) XMMHOTEpAUu ¥ HE TMO3BO-
JsSeT aJeKBAaTHO BO3JCHCTBOBAThH Ha
OITYXOJIb HEMOCPEICTBEHHO TOCIE TO-
cTaHOBKU nuarno3a. Komuccus mo uzy- Puc. 3. KyMyasTuBHAS 4acTOTa Pa3BUTUS PELUAMBOB Y MALMEHTOB B 3a-

ueHHI0 OMOMapkepoB JleTckoil OHKo- ~BHCHMOCTH OT PaCHpOCTPAHEHHOCTH MPONECCA: IOKATH30BAHHbIC (dhopmbl
noruueckoit Ipynmst (COG, Children’s (n=43) — 15 permausos [37,4 + 7,9 %), Bce manueHTHI (1 = 53) — 22 penn-
b

nuBa [43,8 + 7,2 %]; meracratuueckue ¢opmsl (n = 10) — 7 penuanBoB
Oncology Group) Hanuonaneaoro [70,0 + 10,4 %]

Wnernryra 3noposbs CLIA (iBI/I,Z[G— Fig. 3. Cumulative incidence of recurrence for patients with pPNET de-
TCIBCTBYCT, YTO Ha CCrOAHAIIHHUMN ICHB  pending on the spread of process: localized forms (n = 43) — 15 relapsed
OTCYTCTBYET UETKOE IMOHMMaHUe TOro, [37.4 + 7.9 %]; all patients (n = 53) — 22 relapsed [43.8 £ 7.2 %]; metastatic

Kakue JokamusoBanHbe (opMbr CIO forms (n = 10) — 7 relapsed [70.0 + 10.4 %)]

HE OTBETAT HA JICUCHUE U IJISI KAKUX

METacTaTUYeCKUuX (GopM Teparusi MoKeT oka3aTbes dddexkTuBHOHU [7]. Takum 00pa3oM, HOBBIE TIOIXO-
JTbI, TIOIPa3yMEBAOIINE U3YyUYECHUE OMOJIOTHH OIYyXOJIH TIOCPEIICTBOM MOJICKYJISIPHBIX MapKepoB, HEOO-
XOAMMBI I CTpaTU(UKAIIMU MAIMEHTOB TIepe/l CHCTEMHBIM JICUEHUEM Ha TPYIIIIBI HEYJOBIETBOPH-
TEIHHOTO U MOJIOKHUTEILHOTO UCXOI0B 3a00JICBaHUS.

AHanu3 pe3ylbTaToB JICUCHUS TEPANCBTUUYECKUX MPOTOKOJIOB MSITKOTKaHHBIX omyxojed IRS-I,
IRS-II u IRS-III (Intergroup Rhabdomyosarcoma Study) moka3zan, uto 10-IeTHsIsSI BBDKHBAEMOCTD JUIS
nokanu3oBaHHbIX popm nIIHIO cocraBuser ot 62 no 65 % [8, 15]. Ilpu 0ObeTUHEHHON OIICHKE KITU-
HUYeCcKUX ucxonoB 683 mauuentos ¢ NIIHDO kocteit 1 MITKUX TKaHEU, TICUUBIIUXCS IO TPOTOKOIAM
kiaccuyeckor CHO, koHcTatupoBaHa 69 %-Has BBDKMBAEMOCTH IS JIOKalln30BaHHBIX (opm [6]. o
pe3yipraTaM o0 beIMHEHHOT0 aHaIi3a, OCHOBaHHOTO Ha naHHbIX peructpos CILIA (SEER, Surveillance,
Epidemiology, and End Results, 2014) u Esponsr (ACCIS, Automated Childhood Cancer Information
System, 2007), 6osiee MOJOBUHBI BCEX TUATHOCTUPOBAHHBIX MareHToB ¢ NIIHDO kocTeit u MITKUX
TKaHEe|, BKJIFOUas IEPBUYHO-METACTaTUYECKUE (POPMBI, BEBIKHUBAIOT [, 7).

AHaH3 T0JITOCPOYHBIX TTOKa3aTeliel BBDKMBAEMOCTH NarueHToB Pecniyonuku bemapyce nokasadn,
4yT10 ypoBeHb bCB u OB kak B o0mieli koropre manuenToB ¢ nIIHDO kocrelt u msarkux tkauneit (50,4 u
60,2 %), Tak ¥ pH JOKAJIN30BaHHBIX (DOpMax, OIIEHEHHBIX oTAeNbHO (57,9 u 70,3 %), comocTaBuM co
CTaHJapTaMH CTPaH C Pa3BUTON CHCTEMOW 37paBooxpaHeHMs. HeoOXonMUMO yYUTHIBaTh, YTO LIEHTpPa-
JIU3AIKS TUATHOCTHYECKUX U JICUYCOHBIX MEPOIIPUATHIA B OJTHOM BBICOKOCIICITHATH3UPOBAHHOM YUPEK-
JICHUU pecnyOIUKY ITO3BOJISICT YBEIUYUTh BEPOSTHOCTh OJIATONPUSTHBIX UCXO/OB JIJISI BCEX MeAUaTpPH-
YECKUX MAlUEHTOB C JaHHOW OHKOMATOJOTHUEH.

3akuouenue. J[onrocpouHble NOKa3aTesld BBKUBAEMOCTH MeIUaTpuuecKkux namnuenTos ¢ nlTHO0
KOCTEH U MATKUX TKaHel B PecryOnuke benapychk COOTBETCTBYIOT CTaHIapTaM CTpaH C Pa3BUTOH CH-
CTEMOH 37paBOOXpaHEHUs. AKTyaJbHOW 3a7a4ucil sSBISeTCS paHHEEe MPOrHO3UPOBAHKUE MCXO/1a 3a00I1e-
BaHMS C TIOMOIIBI0 MOJISKYJISIPHBIX MapkepoB. [1orCck HOBBIX HANIPaBJICHUM B JICYCHUH HEOOXOIUM IS
TPETH JIOKAJTU30BAHHBIX U OOJIBITNHCTBA METACTATHICCKUX (DOPM OITYXOJTH.

Bce nauueHTsl
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