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AHanu3s acpcheKkTUBHOCTH
avchchepeHumnanbHOM
AWArHOCTUKKN U XUPYPru4yecKoro
fieYyeHUs BHEOPraHHbIX

CapKOM MSAIFKUX TKaHeu Lueu

y neteu

I".A. Mones® 2, H.C. Mpaues?, N.H. Bopoxuos?, H.B. babackuHal, [.10. KauaHog?,
T.B. Ctpanomckasit, M.B. Tenewosal, E.10. fipemeHko?

1OIBY «HaumoHanbHbIf MEAUUMHCKWI MCCIIEA0BATENLCKUI LIEHTP AETCKOM reMaTonorum, OHKOorm
u uMmyHosormm uM. [imutpus Poravesa» MuH3apasa Poccum, Mocksa
2A0 «UnbuHekas 6osbHULa», KpacHOropeK

lpoBeneHO PeTPOCNeKTUBHOE BbIDOPOYHOE MCCefoBaHMe C MPOCNEKTUBHBIM COOPOM KaTaMHECTUYECKMX
AaHHbIX. MccneposaHne ofobpeHo He3aBUCUMbIM 3TUYECKMM KOMUTETOM W YTBEPXAEHO PELLeHneM
yueHoro coseta HMULL AIFOM um. OmuTpus Porauesa. C siHBaps 2013 r. no asryct 2020 r. (92 mec)
126 naumMeHToB C CapKoMol MsArkux TkaHeit (CMT) ronosbl 1 Wweu nepeHecnu neuexne 8 HMULL OFOU
uMm. IMmnTpua Porayesa. B nccnepoBaHue bbinu BoYeHbl 25 naumeHToB, NepeHecLUnX ynaneHve
BHeopraHHoit CMT wewm, pasgeneHHbix Ha 4 rpynnbl (pabnomuocapkoma (PMC), He-PMC-nopo6Hble
CMT, PMC-nogo6Hbie CMT, CMT IRS IV — ¢ HanmuneM oTaaneHHbIX MeTacTa3os Ha MHULMAIbHOM 3Tare).
MenuaHa Bo3pacTa naumeHToB cocTasuna 2,6 (0,5; 5,0) ropa Ha MOMEHT MOCTaHOBKM KOPPEKTHOMO
AavarHosa. MeavaHa pnuTtenbHocTM HabnioaeHus ot febota cMMNTOMOB A0 BepUdMKaLIMN KOPPEKTHOrO
naToMopcponoruyeckoro aMarHosa — 3,2 (1,6; 4,9) Mec. OTMeueHa 3HaunTenbHasa nons (13/25, 52%)
HapyLueHuit TpebyeMoit TeXHWUKM BbinoniHeHus Buoncun (M3bbiTouHas/HemHdopMaTuBHas Guoncus,
BbINOJSTHEHWE MYHKLMOHHOW acr1paLMoHHO B1OMCUK), IPOBELEHHOM B YCIIOBUSIX HECTIELMaIU3MPOBAHHOO
CTaumoHapa. KoppeKTHbI NaToMopdonorniyecknin AaMarHo3 KIMHUYECKN M CTaTUCTUYECKM 3HAYMMO Yallie
BbICTaBNANCA B pedpepeHc-ueHTpe (20/25, 80%; p = 0,003). Mpu aTom Bosniee nonosuHbl (8/13, 62%)
naToMopcHOSIOrMYeCcKMX AMarHo30B, YCTaHOBMEHHbIX B YCIIOBUSAX HECTIELMANM3MPOBaHHOMO CTaLMoHapa,
NoABEpranvcb CMeHe Npv nepecMoTpe B pedhepeHc-LeHTpe. PagukanbHoe XMpypruyeckoe ynaneHume
Bbino gocTuryTo y 17/20 (85%) BbiskUBLLIMX NaumeHTos, B 3/20 (15%) criyuasx NnoBTOPHOE XMpYpruyeckoe
BMeLLaTenbCTBO He TpeboBanock B CBA3N C JOCTUXEHWEM MOSHOrO OTBeTa Ha (DOHe MPOBOLMMOMN
nporpaMMHoit Tepanuu. Jlyuesas Tepanus npuMensnach B 11/25 (44%) cnyuasx. MporpaMMHas
Tepanus 3aBepLueHa y 19/25 (76%) naumeHToB, nosHbIi oTeeT Obi1 focTurHyT B 18/25 (72%) cnydasx,
2/25 (8%) naumeHTa 6blnv Npu3aHaHbl MHKypabenbHbiMK, 4/25 (16%) — ckoHYanuch Ao 3aBepLUEHUS Tepanuu.
MocreonepaLynoHHble OCIIOMHEHUSA Pa3fIMUHON CTeNeHN TAMECTM BbiseneHbl B 10/25 (40%) cnyuasx,
yTo 0bycrnoeneHo 06beMoM pacnpocTpaHeHust CMT U TARECTbIO COCTOSHUS NALMEHTOB, NOJSTyYaloLLmnX
nieyeHne B X0Ae MHTEHCWBHOW NPOrpaMMHON Tepanun. MeamnaHa anuTensHoCcTV HabnioaeHns NauveHToB
OT BepuhuKaumm anarHosa coctaeuna 33,2 (15,6; 74,2) mec. MATuneTHas obLas BbIKMBAEMOCTb
(0OB) cocTasuna 76,3% (95% noseputenbHbiii nitepean (M) 51,8; 89,5), 5-netHsas beccobbiTuitHas
BbIXXMBAEMOCTb B OTCYTCTBME JTOKasbHOM nporpeccun — 73,9% (95% IV 41,8-90,1). HecMoTps Ha HK13Kyi0
nornio naunenTos ¢ IRS IV (4/25, 16%), npu ux uckniouernmn 5-netHas OB coctasuna 88,2% (95% 1M 60,2;
96,9). NpoBeaeHHOE UCCNENoBaHWE BbISIBUIO 3HAUMMbIE HELOCTATKM AMdPCDEepeHLIManbHON AMArHOCTUKM
BHeopraHHbix CMT wwewn y aeTtein. B ycrnoBusax onTumanbHo nopfobpaHHOR NporpamMMHOM Tepanuu
BHEOpraHHas fokanusaumsa B 0bnacTu e no3eBosseT NPEMMYLLECTBEHHO AOCTUMHYTb PaAMKanbHOro
yoaneHus B OTCYTCTBME Kaneuvalleil onepauun B YCII0BUAX CMELManM3MpoBaHHOro YUPEXAEHNS, 4TOo
o6ycnosnnBaeT BbICOKME NokasaTtenun 5-netHeit OB 1 6eccobbiTMNHON BbIXMBAEMOCTM NALIMEHTOB MpK
OTCYTCTBUM OTAANEHHbIX METACTa30B. [1onyyeHHble pe3dynbTaTbl TPebyloT fanbHeRLero n3yyeHns Ha
Bonee KpynHow BbiBOpKe NaUMEeHTOB.

KnioueBble crnioBa: capkoMbl MArKux TKaHeH, 3/10Ka4YecTBeHHasi pabaonaHas ornyXosb, AT, BHEOPraHHbIM,
Les, xupyprus, pabaoMmocapKoMa, BbIXKUBAEMOCTb, OTAANIEHHbIE METacTasbl, AMArHOCTUKa
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OPUTUHAJNbHBIE CTATbU

An analysis of the effectiveness of differential diagnosis and surgical
treatment of neck soft-tissue sarcomas in children

G.A. Polev*?, N.S. Grachev!, I.N. Vorozhtsov!, N.V. Babaskina?, D.Yu. Kachanov?, T.V. Stradomskaya?,
M.V. Teleshoval, E.Yu. laremenko?

1Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry
of Healthcare of the Russian Federation, Moscow
2llyinsky Hospital, Krasnogorsk

We conducted a retrospective sample study with prospective collection of follow-up data. The study was approved by the
Independent Ethics Committee and the Scientific Council of the Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian Federation. In the time period from January
2013 to August 2020 (92 months), 126 patients with head and neck soft-tissue sarcomas (STS) received treatment at the Dmitry
Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of
the Russian Federation. We included 25 patients who had undergone surgery for neck STS and divided them into 4 groups
(rhabdomyosarcoma (RMS), non-RMS-like STS, RMS-like STS, IRS-IV STS — with distant metastasis at baseline). The median
age at the time of correct diagnosis was 2.6 (0.5; 5.0). The median time from symptom onset to the verification of the correct
pathomorphological diagnosis was 3.2 (1.6; 4.9) months. We discovered a significant number (13/25, 52%) of cases of biopsy
that was performed improperly (excessive/non-diagnostic biopsy, fine-needle aspiration biopsy) at a general inpatient facility.
The correct pathomorphological diagnosis was clinically and statistically much more often made at a reference center (20/25,
80%; p = 0.003). Moreover, more than half of pathomorphological diagnoses (8/13, 62%) made at a general inpatient facility
were later changed at a reference center. Radical resection was achieved in 17/20 (85%) survivors. In 3/20 (15%) cases, a
repeat surgery was not needed because of the patients’ complete response to protocol-based treatment. Radiotherapy was
carried out in 11/25 (44%) cases. Protocol-based treatment was completed in 19/25 (76%) patients, 18/25 (72%) patients
achieved complete response, 2/25 (8%) patients were considered incurable, and 4/25 (16%) children died before the completion
of therapy. Post-operative complications of varying severity were observed in 10/25 (40%) cases and were dependent on the
degree of STS extension and the severity of the condition of the patients undergoing intensive protocol-based treatment. The
median time of patient observation since diagnosis verification was 33.2 (15.6; 74.2) months. The five-year overall survival (0S)
was 76.3% (95% confidence interval (CI) 51.8; 89.5), the five-year event-free survival without local disease progression — 73.9%
(95% Cl 41.8-90.1). Even though there weren't many patients with IRS-IV in our study (4/25, 16%), their exclusion from the
analysis resulted in a higher 5-year 0S rate: 88.2% (95% Cl 60.2; 96.9). This study revealed significant problems in the differential
diagnosis of neck STSs in children. In most patients receiving optimal protocol-based treatment, neck tumors can be radically
removed at a specialized healthcare facility without mutilating surgery, which results in high 5-year 0S and event-free survival
rates in patients without distant metastasis. Our findings require further investigation in a larger sample of patients.

Key words: soft-tissue sarcomas, malignant rhabdoid tumor, children, neck, surgery, rhabdomyosarcoma, survival, distant
metastasis, diagnosis
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«BHeopraHHble OMyxomnu Leu» — TepPMUH, BriepBble
npennoxeHHbiit .B. ®anuneesbimM B 1971 1. [1], pasne-
MIMBLLUMM OMYXOJM LUEN Ha OPraHHble U BHEOPraHHble
Mo aHanoruu ¢ onyxonsmu 3abploLMHHOW Nokanu-
3auuu. [laHHbI TEPMUH HE MMeeT LUMPOKOro npuMe-
HEHWA B 0TEYECTBEHHON MEOULIMHCKON NpaKTuke, B TO
BpeMsl Kak ero 3apybexHblit aHanor “neck masses”
LUMPOKO pacnpocTpaHeH ¢ 1989 r. [2, 3]. OTMeuvatoTcs
BbICOKas reTeporeHHOCTb U PefKOCTb BHEOPraHHbIX
onyxonen weun. Tak, cornacHo uccnegosaHuio L.P.A.
Arboleda v coasT., B nepuop 1986—2016 rr. (30 nert) ns
7181 naumeHTa co 3M0KayecTBEHHbIMKU HOBOOBpa3oBa-
HuaMKM (3HO) ronoBbl 1 LWen Npu UCKIIoUeHUM NuMda-
peHonatum Tonbko 0,22% (16/7181) nMenu nepeuuHyio
nokanusaumm 3HO B 0bnacTu Lweu, u3 KoTopsix 7 (MeHee
0,1%) ABRANMCH CapkoMaMm MArKuX TkaHeit (CMT) wwewm [4].
A. Cesmebasi # coaBT. B paMKax MNOMyasiLMOHHOIO
“ccrefoBaHUs, BbINOMTHEHHOrO Ha OCHOBE [aHHbIX
SEER 3a nepwvon 1973-2008 rr. (35 nert), BbisBunu
1088 cnyuaeB 3HO ronoBbl M Len y oeTen, ofHaKo
BHEOpPraHHble OMyXoJM LUen paccMaTpuBanuch B reTe-
POreHHoM rpynne «Lpyrue onyxofin», B COBOKYMHOCTM
npenctaesnsswen meHee 5% obuwero konumyecTsa
cnyvaes [5].

CMT - BbicokoreTeporeHHas rpynna (6onee
39 Hoszonoruit) 3HO, NepBMUYHO BOZHMKAIOLLMX B MSAMKMX
TKaHAX Y UMEIOLLMX Me3eHXMMasIbHOEe MPOUCXOKAEHWE

[6, 7]. CornacHo onpepenexunio KoonepupoBaHHOM
rpynnbl no CMT (Cooperative Weichteilsarkom
Studiengruppe, CWS) Hemeukoro obuwecTsa
AETCKMX OHKomoros u rematonoroe (Gesellschaft fir
Padiatrische Onkologie und Hamatologie, GPOH) u
OTeYECTBEHHbIX KIMHUYECKUX PEKOMEHAALMIA, NOCTPO-
EHHbIX B TOM uncre Ha ocHoBe npoTokona CWS-2009,
CMT nogpasneneHbl Ha 4 ocHoBHble rpynnbl [8, 91

1) nokanusoBaHHas copMa pabnoMuocapKoMsl
(PMC):

* MO FMCTOMOrMYECKOMY TUMNy BblgensioT 4 Tmna
onyxonw;

* MPeVMYLLECTBEHHO XOPOLLas YyBCTBUTESIbHOCTb K
XMMUOTEpanuu;

2) PMC-nopno6Hbie CMT (nokanuaosaHHas doopma):

* MO FMCTOMOMMYECKOMY TUMY BblAenaT 4 HO30-
norun: aKkcTpaoccanbHasa capkoma lOuHra, nepu-
hepuyeckaa NpUMUTUBHAS HEWPOIKTOAEpPManbHas
onyxofib, CUHOBMAnbHas capkoMa, HegudpepeHumpo-
BaHHasi KPYrfIOKEeTOYHas capkoMa. JKCTpaoccarbHas
capkoMa lOvHra B HacTosiLLee BpeMsi, COrflacHO 5-My
n3naHuio MexayHapooHON TMCTONOrMYeCcKOn Knac-
cudmkaumn BcemupHoi opraHvsauum 3gpaBooxpa-
HeHWs, OTHeCeHa K OCHOBHOM rpynne capkoM lOuHra,
B TO BpeMs kak HeanddepeHUMpoBaHHasa Kpyriokne-
TOYHasi capkoMa bbina UCKIIYEHa U3 LaHHOW rpynnbl,
YTO M3MEHSET MOAXOL K NIEYEHMIO JaHHbIX OMyxXonew
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[10]. TepMuH «PMC-nogobHble» NOCTENEHHO MOKM-
LAeT KNMHUYECKME PEKOMEHAALIMM UCCIefoBaTeNbCKOM
rpynnsl CWS B €BSi3n C NOABMEHWEM HOBbIX MOMEKY-
NAPHO-TEHETUYECKUX MapKepoB U TEKYLUUMU U3Me-
HeHuaMu B knaccudukaumm CMT. Tak, B mocnegHux
PeKOMeHAaUMAX APYrMX MCCRefoBaTeNbCKUX rpymnn
CMHOBWMasbHble N HeAndepPeHUMPOBaHHbIE CapKOMBI
paccMaTpuBatoTcs B rpynne «He-PMC-nopobHele CMT»
[11, 12];

* XOpoLuas YyBCTBUTENbHOCTb K XMMOTEpanuu;

3) He-PMC-nopobHble CMT (nokanusoBaHHas
dhopmMa):

* MO FUCTONOFMYECKOMY TUMY BbiAensioT bonee
30—35 HO30M0rWi, BKIIOYas 3M10Ka4YeCTBEHHbIE pabpo-
naHble onyxonu (3P0) (HekoTopble KNMHUYECKME
pekoMeHpauum obbeanHsaloT PMC-nopobHble CMT wu
He-PMC-nopobxsle CMT) [7, 111;

e 0TMevaeTCs reTeporeHHasi, NPeMMyLLECTBEHHO
MPOMEXYTOUHAsA YyBCTBUTEMBHOCTb K XMMUOTEpPanuu,
OfHaKO Y psiia HO30M0Muit OHa OTCyTCTBYeT (Hanpumep,
3/10KaYeCcTBeHHas onyxonb obonouek nepudhepunyeckmx
HepBoB);

4) CMT ¢ MHMUMASbHO BbISBIEHHBIMW OTAANEHHBIMM
MeTacTa3amu:

* BHE 3aBMCUMOCTM OT FMCTONOMMYECKOro TMNa
onyxonwu, Bo3pacTa MauueHTa, nokanusauum n obbema
pacnpocTpaHEHWs OMyX0JSIM PEKOMEHA0BAHO NPOBEAEHNe
WHTEHCUBHOWN BbICOKOAO3HON MHOMOKOMMOHEHTHOM XUMU-
oTepanuu; NPOAOITIKAETCA MOUCK ONTUMAsIbHON CXEMb
XMMWUOTEPaNUN ANS BaHHON rpynnbl.

KoppekTHaa u cBOeBpeMeHHasd MepBUYHAA U
ondbdbepeHUmanbHas AMarHocTvka BHeopraHHbix CMT B
0bnacTy LWew ABMSETCA KPUTUYECKM BaXHbIM (DaKTOPOM,
KOTOpbIA onpefenseT onTUMarsbHbIA BbIBOP TaKTUKK
feYEHNs U CYLLeCTBEHHO BIIUAET Ha MPOrHo3 3abone-
BaHusA. CnoxHocTn oudpdpepeHumanbHOR AMarHoCTUKM
3aKk/i04YaloTCA B BbICOKON FeTepOreHHOCTU HO30-
MOTUIA, OTCYTCTBUM CNELUUPUYECKON KITMHUYECKOWM
npeseHTauun, nabopaTopHbIX U peHTreHonornye-
CKMUX XapaKTepucTuk, 4yto TpebyeT rmcTonornyeckomn
M MMMYHOTMCTOXMMUYECKOM Bepudpnkaumm [13, 14].
Xupypruuyeckoe nevenve CMT BHEOPraHHOMN LUEAHOW
fIoKanusauunn, Kak nNpaBusio, COMPSKEHO C BbICOKUM
PUCKOM pasBUTUS MHTpPa- U MOCreonepaumnoHHbIX
OCITOXHEHUW U HOCUT OTCPOYEHHbIA XapakTep,
Tpebya npoBefeHns HeOaAblOBAHTHON Tepanuu, 3a
WCKIIOYEHNEM CIy4YaeB, KOMAa BO3MOXHO WMHWLM-
anbHO papuKanbHOe ypaneHue onyxonu. [lpw
MIaHUPOBaHWUM XMPYPrUYeCKOro BMELLATENbCTBA YUnThbI-
BalOTCH KMMHWUYECKas CUTYaLMs U OTBET Ha MPOBEAEHHYIO
Tepanwio.

Lenb nccneposaHus — oueHnTb 3OPEKTUBHOCTD
ondpdbepeHUmanbHOM LMarHOCTUKN U XMPYPruyecKoro
neyeHuns BHeopraHHbix CMT wweun y pneteit B paMkax
MPOrpaMMHON Tepanuu.
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MATEPWAIbI U METO1bl UCCIIELOBAHUA

[MpoBeneHo peTpocneKTnBHOe BblIbOpOUHOE Uccne-
OOBaHWEe C KONMYECTBEHHOW METOLONOrMein onmcaHus
OaHHbIX C HecllyyalHbIM METOLOM BKIIOYEHMA nauu-
eHToB. ViccnepoBaHne ofobpeHO HE3aBUCUMBIM 3TUYE-
CKUM KOMUTETOM U YTBEPKAEHO PELUEHUEM YUYEHOro
coseta HMUL OMON nm. OmMutpua Poravesa. Katam-
HecTUYeCcKMe faHHble NauMeHToB cobupanuch AMHaMu-
yecku: nyTeM TeneddOHHOro OMpoca, a TakXKe OYHOro
nocewlenus naumeHtamn HMULL OFOUN uM. OMuTpua
Porauesa.

B KauecTBe KpUTEpWEB BKITIOUYEHUS BbICTYNANM:

1) Bo3pacT naumeHTa Ha MOMEHT OrepaLmn MeHee
18 ner;

2) nepeuyHas nokanuaaums BHeopraHHoin CMT B
obnactu wew;

3) NnaToMOpPdIONOrMYECKN 1 MMMYHOrMCTOXMMUYECKN
NoATBePKAEHHbIN anarHo3 CMT wewm, Bknioyas 3P0;

4) HanMume MHAOPMMUPOBAHHOTO COrfacus nauueHTa
WIK ero 3aKOHHOro npeacTasuTens (B cryvae BospacTa
naumeHTa MeHee 15 neT) Ha y4yacTvie B UCCIIELOBAHWM.

B KauecTBe KpuUTEpPUSA HEBKIIOUYEHUS BbICTY-
nano oTCYTCTBUE XMPYPrMYECKOro fieyeHns B obbeme
yAaneHusi onyxosnu.

B KauecTBe KpuUTepueB UCKIIOYEHUS NaUMeHTOB
BbICTYManu:

1) oTKa3 OT NPOAOIKEHUS YUACTMA B UCCIIEN0BAHMN;

2) oTCyTCTBME KIIOUYEBOM MHpOpMaLmMmK, Heobxo-
[MMOM N5 OLIEHKM 3DdEKTUBHOCTM ANArHOCTUKM U/Unn
MPOBOAMMOrO JIeYeHUs:.

BceM naumeHTaM Ha npef- U nocreonepaunoHHoOM
3Tanax BbINOMHANUCL KOMMeKCcHoe obcrnefoBaHue U
nporpamMMHasi Tepanusa COrnacHo OTeYEeCTBEHHbIM
KMMHUYECKMM pekoMeHpauusaM, onobpeHHbiM Hayu-
HO-NpakTuyeckum coBeToM MuH3gpaBa Poccuu
[9], 1 npoToKONy NporpaMMHOI Tepanuu HeMeLKon
rpynnsl CWS — CWS guidance, Bepcus 2009 r. [8],
YTBEPKOAEHHOMY Ha 3acefaHumn yyeHoro coseta PIBY
«®HKLU OMON um. OmuTtpus Porauesa» Mun3gpaBsa
Poccuun (HbiHe ®TBY «HMUL OTOWN um. OMuTpus
Porauesa» Munsgpasa Poccuu) ot 20.12.2012,
a Takxe npoTokony EBponelickoro perucrpa no
nsyyenunio 3P0 (European Rhabdoid Registry,
EU-RHAB) [15].

B kauecTBe nOKanbHOro KOHTPONSA OLUEHWUBa-
NUCb UHUUMANbHOE XMPYPruyeckoe BMeLLaTenbCcTBo,
second-look-onepaunn v nyyesasa Tepanua (NT). B
CBA3WM C Hanuumem cnyyaes Haubonee obBLIMPHON
pe3eKuMM oMyxosu Ha 3Tane MHULMANbHOro onepaTus-
HOrO BMELLATENbCTBA OLEHKA XMPYPrMUECKoro neyeHns
npoBoAMMacb Ha OCHOBE onepauuu, MpuM KOTOpoWn
BbIMOJIHANCA Hanbonee 0bbEMHbLIN pe3eKUMOHHBIN 3Tan
(«ocHoBHas onepaums»), UTo NO3BOSIMIO NPOBECTU aieK-
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BaTHbIN aHanM3 MHTPa- U MOCMEeonepaLmnoHHbIX 0CobeH-
HOCTew:

1) ANWUTEeNbHOCTL XMPYPrUYecKoro aTana;

2) 06beM MHTpaoNepaLMoHHO! KpoBoNoTepH;

3) MHTpa-/nocrneonepauUmnoHHble OCMOKHEHNS;

4) HeobxooMMOCTb MOCNEoNnepaUmnoHHOro Habsio-
OEHVS B OTOENEHUN PeaHMaLmn U MHTEHCMBHOW Tepanuu
(OPUT);

5) ANUTENbHOCTbL NOCIEONePaLMOHHOrO HabsloaeHNs
B YCNOBWSIX OTAENEHWS XUPYPrun.

Mpu nnaHupoBaHWM XMPypruyeckoro 3Tana
OCHOBHbIM MPUHLWNOM OMpefefieHnst NpeLcTosALLEero
obbeMa onepaumu ABAANOCH BbINOSHEHWE pagvKalb-
HOMO XMPYPrUYECKOoro feyeHuns (B 0TCYTCTBME MAKpO- U1
MWKPOCKOMUYECKM OMpPeaernsieMoit 0CTaTOuHOM Onyxoni).
B cnyuyae HeBO3MOMHOCTW BbINOSIHEHUSI PaAUKanbHON
onepauuu B OTCYTCTBME MHBaNMAM3aLWMM NauMeHTa
NpeanoyTeHne NPenMyLLECTBEHHO 0TAABANOCh KOMBM-
HUPOBAHHOMY JIOKaSbHOMY KOHTpOSio (C npuMeHeHueM
omncTaHumoHnHon 1T (ONT)). Mo nokasaHWAM BbINOMHA-
nucb hacumanbHo-dyTNApHaa NMMAOAUCCEKUNS C
MUKPOXMPYPrUYECKUM BbILESIEHNEM U COXPaHEHMEM
COCYOMCTbIX/HEBPanbHbLIX CTPYKTYP, @ TaKKe CUMYmb-
TaHHbIN/OTCPOUEHHbIN PEKOHCTPYKTUBHO-MIACTUUECKUIA
aTan. lNokasaHua K nposegeHuio OJ1T onpepenanuce
Ha OCHOBaHWWM pekoMeHgauui npotokonos CWS-2009
n EU-RHAB B 3aBUCMMOCTM OT MMCTONOMMYECKOrO TUMa
OMyXosnu, Kpaes pe3eKuUuu, rpynnbl pUcka, BospacTa
nauveHTa.

CTaTMCTUYECKMIA aHanu3

B cBf3n ¢ oTHoCKTENbHO ManbiM 06beMOM BbI6O-
POYHOM COBOKYMHOCTU MPUMEHEHWE CTATUCTUUYECKUX
MeTOR0B ObINO OrpaHNyYeHO — NPEUMyLLIECTBEHHO Npea-
CTaBneHa TpaauLMOHHasA onucaTesibHas CTaTUCTUKA B
chopMmate Me (Q1; Q3) unu Me (Q1; Q3; min-max). Bo
BCEX CMyyasx NpPOBOAMIACh KOMMJEKCHas NpoBepka
cobniopeHnsa HeobxoAMMbIX YCNOBUN NPUMEHEHUS
CTaTUCTUYECKUX KpUTEPUEB. 3a TPaAULIMOHHbIA YPOBEHb
3Ha4YMMOCTU MUCCIefoBaHNa BbiNo NPUHATO 3HaYeHue
0,05 (npwu cpaeHeHuu 2 rpynn). Mo nokas3aHWaM npuMe-
HAMWUCb TOUYHbIA OBYCTOPOHHMI KpuTepuin duiiepa,
KpuTepuii MaHHa—YWUTHU, Tabrnuubl LOXWTAA 1 aHanu3
KannaHa—Maitepa (no coctosHumio Ha fexkabpb 2022 r.).
Wcnonb3oBanuck ctatuctuyeckune naketsl SPSS IBM
Statistics V.26 u STATA/MP 16.0.

PE3YNbTATbI MCCITENOBAHUA

C aHBapsa 2013 r. no asryct 2020 r. (92 ™ec)
126 naumeHToB ¢ CMT ronoebl M Weun npoxogunu
neuenvie Ha 6aze HMUL OMOU mm. OmuTpua Poravesa.
CornacHo kputepuam otbopa paHHOE uccrnepoBaHue
onucbiBaeT 25 nauueHToB C BHeEOPraHHbiMM CMT wwew,
MepeHecLUMX XMPYPrMyeckoe ypaneHne onyxonu Ha

6aze HMUL OIOU uM. Omutpua Poravesa. MMaumeHTbl
BbInn pacnpeneneHsl Ha 4 rpynnbl COrNacHO NPOTOKOMY
CWS-2009 1 0Te4eCTBEHHbIM KIIMHUYECKUM PEKOMEH-
[aUnsaM;

e rpynna A (n = 7) — naumeHTsl ¢ PMC, B TOM
uncne 4/7 (57%) — ¢ anbBeonapHoit PMC (aPMC),
2/7 (29%) — ¢ amBpuoHansHoit PMC (aPMC), 1/7 (14%) —
C BepETeHOKNeTouHON/cKeposupyioLlein PMC;

e rpynna B (n = 12) — naumeHTbl ¢ He-PMC-no-
nobHoit capkomoii, Bkmioyas 6/12 (50%) — ¢ 3PO,
4/12 (33%) — ¢ uHdpaHTUNbHOW chrbpocapkoMoit 1
2/12 (17%) — ¢ 3HO n3 obonouek nepudpepryeckmnx
HEpBOB;

« rpynna B (n = 2) — nauneHTtsl ¢ PMC-nopobHoit
CapKoOMOW, BKMioYas cnyyau HeanddepeHUMpoBaHHON
capkoMbl (1/2) u capkoMsi I0uHra (1/2);

e rpynna I (n = 4) — naumenTsl ¢ IRS (Intergroup
Rhabdomyosarcoma Study) IV, kniouas 1/4 (25%) — ¢
3P0 1 3/4 (75%) — ¢ aPMC.

MegmaHa Bo3pacTa MauueHTOB Ha MOMEHT nocTa-
HOBKM KOPPEKTHOro AMarHosa coctasuna 2,6 (0,5; 5,0)
rofa, Ha MOMEHT O0CHoBHoM onepaunu — 3,0 (0,9; 6,9)
roga. FeHaepHoe COOTHOLIEHWE (ManbuMKu:AeBOUKM)
coctasuno 1,1:1. Meguana pnutensHocTn 3abonesaHus
oT nebioTa CMMNTOMOB [0 BepUIMKALMM KOPPEKTHOMO
naToMopdporiornyeckoro amarHosa — 3,2 (1,6; 4,9) mec.

Ha MomeHT pebioTa cMMNTOMOB 0TMEYasnoch OTCYT-
CTBME CMeundUUEeCcKON KIMHUYECKOW Npe3eHTauumn: B
kauecTBe Haubonee yacTbix »kanob BbicTynanu obHa-
pyMeHne HoBoobpasoBaHus B obnactu wewn (18/25,
72%) v ABnNeHus [bixaTernbHOW HEeLOCTaTOUYHOCTU
(ombiwika, 3aTpyaoHeHue abixaHus) (4/25, 16%). Pexe
oTMevanuch Kanobel Ha 6onb B obnacTy Mbiwy Lwew
(2/25, 8%), yBenuueHme LeiHbIX TMMAPaTUYECKMX Y3r0B
(2/25, 8%), ocTpas pecnvpaTopHas BUPyCHas MHADeKums
C KaTapanbHbiMKU siBrienuamu (2/25, 8%), nucdarus
(1/25, 4%), HeBponoruyeckue HapyLuenus (1/25, 4%).

Ha MoMeHT nepBuuHon rocnutanusauuv 8 HMUL|
OrON um. Omutpus PorayeBa BbiSIBIEHO NOTEHUMPO-
BaHWe KIMHUYECKON NPe3eHTaLmMW 3a CUeT CTPeMUTE b~
HOro yBenuueHus obbeMa HoBoobpa3oBaHWA: OTMEYEHBI
HeBponoruyeckune Hapywenus (8/25, 32%) n obixa-
TenbHasa HefoCTaTOYHOCTb (7/25, 28%) pasnuuHon
cTenenu TasecTn, aucdarus (2/25, 8%). [bixatensHas
HEenoCTaToOYHOCTb OTMeYanach yatle B rpynne I (IRS 1V):
3/4 (75%) npotus 1/7 (14%), 3/12 (25%), 0/2 pns rpynn
A, b, B cooTBeTcTBEHHO. HEBpOMOrMYeckme HapyLLeHWs
oTMeyeHbl Bo Bcex rpynnax: 1/7 (14%), 4/12 (33%),
1/2 (50%), 2/4 (50%) — @na rpynn A, b, B, T
COOTBETCTBEHHO. TaK, Ha MOMEHT MNOCTynieHus
3/7 (43%) naumeHTa, y KOTOPbIX OTMEYEHa AblXaTernbHas
HEeLOCTaTOYHOCTb, ABMANUCH KaHIONEHOCUTeNAaMU,
2/7 (29%) HaxomMnuUCb Ha UCKYCCTBEHHON BEHTUMALMUM
nerkux (Tpaxeoctomus sbinonHeHa 8 HMUL AFOU um.
OMutpusa Porauesa), 1/7 (14%) nonyyan KMCRNopoaHyto
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nognepxky, 8 1/7 (14%) cnyyae Beuay obLIMPHOro
pacnpocTtpaHeHust CMT He ynanock BbINOMHWUTL Tpaxe-
OCTOMMIO.

B kauecTBe OCHOBHOWM AMArHOCTUYECKOW OLUMBKK
MpY WHUUManbHOM obpalleHun nauueHTa K Bpauy
(nepBuuyHas AMarHoCcTMKa) 0TMEYanoch NPEanonoKkeHme
nuMmdageHnTa, NpeacTaBfieHHOe B TPeTU cry4vaes
(7/25, 28%), npu atom y 4/25 (16%) naumeHToB nocne
BbIMOSIHEHMS MYHKUMOHHOM acnmpaumnoHHon buoncum bbin
BbICTaBMNEeH auarHos numdonponudpepatneHoro 3abone-
BaHMA: HEXOMKKMHCKast numdooMa (2/4, 50%), numdboma
XomkkuHa (1/4, 25%) n numdpoma HeyTouHeHHasn (1/4,
25%). BaskHo 0TMeTuTb, uTo B 1/4 (25%) criyuae anarHos
HEXOZKKUHCKOW TMMAIOMBbI, BbICTABMEHHbIN MO MECTY
MUTENBCTBA, NOBMEK 3a cOboM ANUTENBHYIO NPOrPaMMHYI0
Tepanuio no npotokonam B-NHL-BFM-90m (rpynna ctaH-
paptHoro pucka) u HRG-ALL-BFM-90m (rpynna Bbico-
KOro pucKa) C nocrieayioLlei HepaayKkanbHOM MomMbITKOM
yOaneHusi Mo MecCTy UTefbCTBa. KOppeKTHbIV anarHos
3P0 ycTaHoBMEH B ycnosusax pedyepeHc-LieHTpa yepes
8,7 Mec nocne febioTa KMMHUYECKOW Npe3eHTaumm B X0ae
rnepecMoTpa OrnepaLMoHHOro MaTepyana.

lMpv npoBepeHun anddpepeHUManbHOM ANarHoCTUKM
nepBuYHasi onepaumst B obbeMe buoncum BbIMOSHEHA B
15/25 (60%) criyuasx 1 NpenMyLLIeCTBEHHO NPOBOANIACh
no Mecty skutenbcTsa (11/15 npotus 4/15). O6beMHas
Pe3eKLUMA Ha MHWULMAMIBHOM 3Tane B 0TCyTCcTBKe Buoncum
npeactasneHa B 10/25 (40%) cnydasx u npeumyLue-
CTBEHHO NPOBOAMMACH B YCNOBUSIX peddepeHC-LEeHTPa
(6/10 npoTus 4/10), uTo BbINO OBYCIOBIEHO B OCHOBHOM
HanMuMeM BUTasbHbIX MOKa3aHUW LA NPOBefeHuA
obbeMHOM pesekunn. PapukanbHas pesekuusa (RO)
Bbina pocturiyTa B 1/10 cnydae. PeaynbTaTthl aHanusa
obbeMa MHMUManNbHON onepauun U APPEKTUBHOCTH
oudpdhepeHumManbHoh AMarHOCTUKM NpY NPOBEAeHUN
naToMopcpONor1yecKoro CCrnenoBaHusi C UMMYHOMUCTO-
XUMWEN, MPOBOAMMON MO MOKa3aHWUAM, NpeacTaBieHbl B
Tabmmyax 1, 2.

Tak, corfacHo [paHHbIM, MPeACcTaBfIEHHbIM B
Tabrmuye 1, npu nposegeHun BUONCMM BHEOPraHHOM
CMT wewm B 13/25 (40%) crnyuasx bbinv NpeacTaBneHbl
HapyLLeHus TpebyeMow TEXHUKU, OMUCaAHHON B NPOTO-
kone CWS-2009: y 4/15 (27%) nauneHTOB BbINOSIHEH
13bbITOUHbIN 06beM Buoncun, y 2/15 (13%) — buonTat
Bbin HemHdopMaTuBeH, y 7/25 (28%) — BbiABNEHbI HEOM-
HOKpPaTHble MOMbITKM MYHKUWOHHON acnupaLnoHHOM
Buoncum. BaskHO 0TMETUTb, YTO B NogasnsiowemM Honb-
wuHcTee cnyvaes (9/10, 90%) otcyTtcTeue Buoncum
NPUBENO K WHWUMANbHO HepaaukanbHoW (R1/R2)
nonbiTke ypanexnus CMT, a Hanuuue HeuHdopma-
TMBHOM BMoNcuM NoBrekno HeobXoAMMOCTb BbINON-
HeHuns nosTopHo 6roncum (1/2, 50%) 1 HepamUKanbHo
MoMbITKM yaanenus onyxonu (1/2, 50%).

CornacHo faHHbIM, NPeACTaBEHHbIM B Tabruue 2,
npu oueHKe 3dEKTUBHOCTM NAaTOMOPAGIONOrMYECKOro
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2023 | Tom 22 | Ne 4 | 37-51

“ccrnenoBaHus BbIABIIEHO, YTO nepecMoTp buonTata/
oMepauMoHHOro MaTepuana, NoflyYeHHOro no MecTy
MUTENbCTBA, OTCYTCTBOBAN TOsbKO B 1/15 (7%) cnyuae:
B 12/15 (80%) crnyyasx npenapart, NonyyeHHbIA No MecTy
MUTENbCTBA, HanNpaBnanCa Ha nepecMoTp B pede-
peHc-ueHTp, B 2/15 (13%) — nepecMoTp npoucxoami no
dhaKkTy rocnuTanusauum nauneHTa B pedpepeHc-LeHTp
OJ151 MPOXOXAEHUS JleYeHUs Mo OCHOBHOMY 3abone-
BaHMI0. 3HAUYMMbIM NPENMYLLLECTBOM pediepeHC-LEHTPA
ABNSAETCA OTCYTCTBME/HEe3HaunTenbHasa 40N CMeHbI
naToMopd0NIorMyeckoro AMarHo3a: KOppeKTHbI naTo-
MOpdOSIOrMYECKMIN IMarHO3, KOTOPbIN He MEHANCH B
[anbHenwweM, bbin BeicTasneH B ycnosusx HMUL, AFOU
uM. Omutpus Porauesa B 12/12 (100%) cnyuasx, B

Tabnuua 1

AHanus ctenexu cobniopeHus TpeboBaHuMii NpoToKoNa
CWS-2009 npu npoBefeHnN MHULMAnNbHOM onepaumm Ha
aTane nudbdepeHLMansHON AnarHOCTUKM

Table 1

An analysis of adherence to the CWS-2009 protocol as re-
gards initial surgical procedures during differential diagnosis

Yucno nauueHToB
Number of patients

W3yyaeMblii Npu3HaK MowMecTy  pepepenc-
Parameter UTenbCTBa LeHTp!
Focal Reference
healthcare et
facility

BbinonHeHa NyHKUMOHHas

acnupauuoHHas buoncus 7/25¢ Het

A fine needle aspiration biopsy was No

performed

Bbinonxena buoncus o -

A biopsy was performed 11/25 4/25

OtcyTtcTByeT broncus

No biopsy was performed 4/25 6/25

Hanuune HenHdbopmMaTueHowm broncum 2/11 Het

A non-diagnostic biopsy No

M36bITouHbIN? 06BeM Buoncum

An excessive? biopsy 2/11 2/4

WHnumanbHo HepapnkanbHas

nonbITKa yaaneHus B OTCYTCTBUE

Broncun 4/4 5/6

An initial non-radical resection without

prior biopsy

MHuumanbHo pagvkanbHoe yaaneHue

B OTCyTCTBME Broncum Het 1/6

An initial radical resection without prior No

biopsy

MHnumanbHo HepaavkanbHas nonbiTka

y#aneHus npu HeMHOOpPMaTUBHOM Het

Buroncum 12 No

An initial non-radical resection in case of
non-diagnostic results of biopsy

lMpumMeyaHue. * — BbinosHeHo 10 MyHKUMOHHbIX 6uoncuii y 7 naumeHToB; ** —
nocne HeuHEOPMaTUBHON MHLUM3NOHHOM BUONCUM, BbIMOSIHEHHOM M0 MECTy
MUTENLCTBA, B 1/2 criyyae npoBoANIach NOBTOPHAS MHUM3NOHHAS BUONCUS B
ycrnosusx pechepeHc-LeHTpa. 1 — hereinafter, B kayecTse peghepeHc-LeHTpa
34ecb M pganee paccMatpuBaloTCA pasjindHble crieynasin3npoBaHHblIe
ydpexneHus Poccuiickoii ®epepaunn, npusHaHHble B Kayectse peghe-
peHc-LeHTpa cornacHo npukasy MuxsgpaBa Poccun Nel372 ot 25.12.2020;
2 — cornacHo npotokosy CWS-2009 agekBaTHblii 06beM WHUUBNOHHOM
buoncumn CHMKaET PUCK OMyXO0S1€BON KOHTaMUHaLUMN 1 NO3BOSIAET NPy poBe-
AeHnn second-look-onepauunn BbinonHUTL en-bloc-pe3ekunio TKaHel B
oTcyTcTBue OﬁLUM,DHOI'O NnocTpe3eKUNoHHOro ﬂed)eKTa, n36bITOYHas buoncusa
(pacLumpenHas/cyb6ToTanbHas/ToTanbHas 6Uoncus), B CBOI o4Yepenb, MoBbi-
waet puck onyxonesoﬁ KOHTaMUHaLUNN UHTAKTHbIX TKAHEN U MOXeT npusectn
K 0BOLLUMPHOMY MOCTPE3EeKLUNOHHOMY ﬂe7zeKTy B fJasibHeliLLeM, a TaKKe MoBbI-
LaeT puCK HepaaukanbHoi pesexkumn (R1/R2) [8].

Notes. * — 10 fine needle aspiration biopsies were performed in 7 patients; ** — in half
of the cases, after a non-diagnostic incisional biopsy performed at a local healthcare
facility repeat incisional biopsies were performed at reference centers. ! — a reference
center is one of the specialized healthcare facilities in Russia recognized as reference
centers in accordance with the order No. 1372 of 25 December 2020 of the Ministry
of Healthcare of the Russian Federation; ? — according to the CWS-2009 protocol,
an adequate incisional biopsy reduces the risk of tumor contamination and makes it
possible to perform an en-bloc resection of the tumor during a second-look surgery
and to avoid a large postsurgical defect, while an excessive biopsy (extensive/subtotal/
total biopsy) increases the risk of tumor contamination of normal tissues (which can
result in a large postsurgical defect) and the risk of non-radical resection (R1/R2) [8].



2/3 (67%) criyyasx npv nepecMoTpe npenapaTos B YCrIo-
Buax HMUL OION um. OmuTpua Porayesa, uMeroLwmx
3aKsioyeHne MHOro peddepeHc-LeHTpa, NPoBOAMIach
CMEeHa [MarHo3a, B TO BPeMs KaK Af1f pPermoHanbHbix
CTaUMOHAPOB MHMLMANBbHO KOPPEKTHbIN natomMopdo-
NOrnYeckunit amarHos 6bin yctaHosneH B 5/13 (38%)
crnyyasix MHhopMaTUBHBIX BUoNTaToB.

TaK, KOPPEKTHbIN NaToMOPGONOrMYECKUiA LMarHos
KIMHMYECKM 1 cTatucTuecku (20/25, 80%; p = 0,003)
3HaUMMO Yallle BbICTaBNANCA B pechepeHc-LeHTpe:

1) 8 40% (10/25) cnyyaes anarHo3 6bis MHULMAIBHO
BbICTaBIIEH B pedhepeHC-LIEHTPE;

2)B 40% (10/25) crnyuaeB KOppeKTHbI narto-
MOPCONIOrMYECKUA AMarHo3 O6bif1 BbICTABMEH B
pedepeHc-LeHTpe npu nepecMoTpe BuonTaTta/onepa-
LMOHHOIO MaTepuana;

3) Bonee nonosuHbl (8/13, 62%) natoMopdhonoru-
UECKMX AMarHo30B, BbICTABIIEHHbIX B YCMOBUSAX HeCNeLm-
anu3upoBaHHOMO CTaLWoHapa, NoABepranMcb CMeHe npu
nepecMoTpe B YCMoBUAX pedhepeHc-LieHTpa.

Mocne MHMUManNbHOM onepauuu pacnpepeneHune
NaLUMeHTOB MO KIIMHUYECKUM FpynnaM corfacHo nocTto-
nepaumoHHon knaccudmkaumm IRS Bbino crnepyiowmM:
IRS | — 1/25 (4%), IRS Il — 3/25 (12%), IRS Il —
17/25 (68%), IRS IV — 4/25 (16%). Bo Bcex crnyuvasx

Tabnuua 2

OPUTUHAJNbHBIE CTATbU

[anbHenwun obbem NporpaMMHON Tepanuu onpepe-
NSANCA COrmacHo CTpaTMuKaLmm NaLuMeHToB Mo rpymnnam
pucka.

JlokanbHbI KOHTpOnb BbIN NpeacTaBneH BO BCeEX
cnyvasx. BeinonHeHne second-look-onepauun notpe-
Bosanock B 23/25 (92%) cnyuasx: B 1/2 cnyuae nocne
MHULMAnbHO papukanbHoi onepauun (RO) u nonHoro
OTBeTa Ha NPOBOAMMYIO MOSIMXMMUOTEPANUIO OTCYTCTBO-
Banu MokasaHus K BbiNofHeHMo second-look-onepauum
unu N7, B 1/2 cnyyae npu IRS Il 66151 BOCTUrHYT NOMHbIiA
OTBET Ha hOHe MPOBOAMMbIX NonuxuMmnoTepanum n ANT.
XapaKkTepucTuka obbeMa JIoKanbHOr0 KOHTPOSS U paau-
KanbHOCTW XMPYPrMYECKOr0 fIeYeHUss B 3aBUCMMOCTH
OT rpynnbl UCCIIef0BaHNA NpeacTaBfieHa Ha pucyHke 1.
Beicokyio fonio cnyyaes BbinonHeHusa second-look-one-
pauuun crepyeTt MHTepnpeTMPOBaTb C OCTOPOKHOCTbLIO,
Tak Kak OHa obycriosrneHa AM3aiHoOM uccnenosaHus (B
KaueCTBE KPUTEPUSI HEBKITIOYEHUS MPUHUMANOCh OTCYT-
CTBME XMPYPrMYECKOro fleyeHns B obbeMe yaaneHus
HOBOOBpa3oBaHuA).

CornacHo flaHHbIM, NPeACTaBEeHHbIM Ha pucyHke 1,
B 15/23 (65%) crnyyasx 6bifo OCTUrHYTO ynaneHue
RO npw BbinonHeHun second-look-onepaumun. BaxHo
0TMeTUTb, UTo Y 3/5 (60%) BbIKMBLUMX MALMEHTOB C
npeacTaBneHHoin R1/R2-pesekumneit Bbino pocTur-

AHanus 3d3CbGKTVIBHOCTI/I FlaTOMOpCbOJ'IOFVILIeCKOFO nccnepoBanHusa buonTata nnu ornepaunoHHOro Martepuana, nosy-

UEHHOr0 B XOfie MHMLMambHOW onepaumu
Table 2

An analysis of the effectiveness of histopathological examination of biopsy or surgical specimens obtained during initial surgery

Hanpaenenue 6nontata/onepaunoHHoro Matepmana B pehepeHc-LeHTp
Submission of biopsy/surgical specimens to a reference center

Yucno nauueHToB

W3yuaeMblii Npu3HaK Number of patients
Parameter BuonTtar OnepauuoHHbIA MaTepuan

Biopsy samples Surgical samples
OTcyTcTBOBaN NepecMoTp B pediepeHc-LEHTpe Het 1/25
No pathology review at a reference center No
HanpaBneH B pecbepeHc-LteHTp [eCTb 3aKioyYeHne rmcTonorM4yeckoro uccnenoBaHms no
MECTY UTemnbCTBa) 5/25 5/25
Biopsy/surgical material was sent to a reference center (a local histology report is available)
HanpasneH B pedbepeHC-LEeHTP (HET 3aKMioYeHNs TUCTONOrMYECKOr0 UCCMEN0BaHNS MO Het
MECTY KWUTesIbCTBa) 2/25 No
Biopsy/surgical material was sent to a reference center (a local histology report is not available)
epecMoTp npenapaTa, NOSy4YEHHOr0 MO MECTY 3KUTENbCTBA, B pedhepeHC-LEHTPE Npu Het
MOCTYMIIEHNW MaLWeHTa 2/25 No
A review of the locally obtained specimens at a reference center on patient admission
MHu1umanbHo ructonornyeckoe UccrnefoBaHe NPoOBOAMIOCH B pedpepeHc-LieHTpe 6 /25 4/25
An initial histological examination was performed at a reference center
NononHuteneHbi nepecmoTp B HMULL IFOU vm. MuTpus Porayesa npenapatos,
MHUUMATTBHO MOSyYeHHbIX/U3yUeHHbIX B APYroM pedoepeHc-LieHTpe
An additional review of the histological specimens at the Dmitry Rogachev National Medical Research 3/3
Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian
Federation that were initially obtained/examined at another reference center

3chheKTUBHOCTL NOCTaHOBKM NaToMopdonornyeckoro avwarHosa (n = 25) n, (%)
Concordance between the initial and the final pathomorphological diagnosis (n = 25) n, (%)

CMeHa gmarHosa He

KOppeKTHbI AnarHo3 MHWLMAbHO BbICTABIIEH MO MECTY UTEMbCTBA 5 (20)
The correct diagnosis was initially established at a local healthcare facility

nposoaunach
No change in diagnosis

KoppeKTHbI AnarHo3 MHMLManbHO BbICTaBMEH B peddepeHc-LeHTpe
The correct diagnosis was initially established at a reference center

10 (40)

[lnarHos, NnocTaBneHHbIN No MeCTY XuUTenbCTBa, U3SMEHEH B XOAe NnepecMoTpa npenapaTtos
B pechepeHc-LeHTpe 8 (32)
The diagnosis made by a local pathologist was changed as a result of a review at a reference center

CMeHa narHosa
Change in diagnosis

BbicTaBneHHoro B pedhepeHc-LeHTpe, npu nepecmoTpe B HMULL IFOU vm. OMuTtpus
Porauesa
The diagnosis made by reference pathologists was changed as a result of a review at the
D. Rogachev NMRCPHOI

2 (8)
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HyTo RO mpw noBTopHbIX onepauusax (1/3 — nocne
PasBUTMA MPOMOSIKEHHOro pocTa, 1/3 — B xome 3Hmo-
CKOMWYECKOro ypasieHns 0CTaTOYHOro KOMMOHEHTa B
npoceeTe roptaHu, 1/3 — B Xofe 0TCPOYEHHOTr0 PEKOH-
CTPYKTMBHO-MNIacTMYecKoro aTana). Takum obpasom,
Ha MOMEHT 3aBepLleHUss NMPOrpaMMHON Tepanuu
papukanbHoe yaanewue (R0O) Bbino npeactasneHo y
17/20 (85%) BbiskuBLIMX NauueHToB. dacuunanb-
HO-DYTNSApHasa WenHas NuMdoanmccekuns, npoBo-
AMMaa no nokasaHuaM, bbina npepctasfieHa B
10/25 (45%) cnyuasx (B 5/10 cnyyasx BospacT nauu-
eHTa bbin MeHbLUe 3 NeT, YTO UCKITIoYano BO3MOKHOCTb
BbinonHeHus OJ1T). Mpu aToM B 3/10 (30%) cnydasx
OTCYTCTBOBanM NatoMopd0SlorMyeckne AaHHble 3a
Hanuune MeTacTaTUYEeCKOro MOPaKEHUS yLaneHHbIX
numMdpaTyecknx ysnos (B 2/3 cnyyasx BospacT naum-
eHTa 6bIn MeHbLle 3 NIeT Ha MOMEHT XMPYPruYecKoro
neyeHus).

B cBfisM c oTHOCMTenbHO ManbiM 0B6beMOM
M3yyaeMblx FPynn CPaBHUTESIbHbIA MEXrpynnoBon
CTaTUCTMYECKMIA aHaNM3 laHHbIX MPEeACTaBMseTCA Hepe-
npeseHTaTUBHbIM. OnucaTenbHbI aHanus KAMHWYe-
CKMX [aHHbIX MaUMeHToB 1 obbeMa Tepanuu npuseneH
B Tabrmuyax 3, 4.

CornacHo faHHbIM, NPeAcTaBneHHbIM B Tabrmue 3,
BasKHO OTMETUTb, YTO NPEUMYLLECTBEHHO OTCYTCTBOBAsIM
KIMHUYECKM 3HAUMMbIE Pa3fMUMA JaHHbIX NaLMEHTOB
n ocobeHHOCTEW Tepanuu, BKMlOYas XMPypruyeckoe
BMeLuaTenbcTo. OpHako B rpynne b (He-PMC-nopo6Hbie
CMT) oTMeuanocb KNWHAYECKU U CTATUCTUUECKM Bonee
paHHee pa3BuTUe JebioTa KNMHWYECKOW MpeseHTaumm
no cpasHenwio ¢ rpynnoi A (PMC): 1,1 roga npotus 3,5
ropa (U = 17,000; p = 0,035). Mpn 3TOM He BbINO BbIAB-
NEHO 3HaUMMbIX MerpynnoBbix pasmunumii (U = 35,000;
p = 0,554) pnutenbHocTn AndpdpepeHuUmanbHoin anarHo-
CTMKU AaHHbIX HoBooBpasosaHuit (3,0 Mec 1 3,6 Mec ans
rpynn A u B cooTeeTcTBeHHO). BospacT cTapwe 10 neTt
Ha MOMEHT AMarHoCTMKM CMT otmeueH y 3/25 (12%)

PucyHok 1

nauvenTos: 1/7 (14%) & rpynne A (PMC) u 2/4 (50%) B
rpynne I (IRS V).

[MaToMopdhonorMyeckn NOATBEPKAEHHOE nopa-
KeHWEe PervoHapHbIX MMMAATUYECKMX Y3MO0B OTMEUEHO Y
8/25 (32%) nauuenTos: 1/7 (14%) cnyuait B rpynne A,
4/12 (33%) — B rpynne B, 3/4 (75%) — B rpynne . B
rpynne B (PMC-nogobHble CMT) He oTMeueHo Ccriyuaes
NnaToMoOpdYONOrMYeckn NoATBEPKOEHHOrO permoHap-
HOro MeTacTasupoBaHusa. [lepecTpoiika reHa FOX01
BbisBrieHa y 3/7 (43%) nauventos ¢ aPMC, npu 3ToM B
2/3 cnydasx Ha UHUMUMaNbHOM 3Tane Bbinu BbiSBIEHbI
oTmaneHHble MeTacTasbl (rpynna IM).

B KauecTBe MHTpaonepauMOHHbIX OCHOMHEHUN
MpeunMyLLEeCcTBEHHO BbICTYNanu paHeHUs HeBpasibHO-
COCYAMTLIX CTPYKTYp, 0ByClioBfieHHble UX BOBReYe-
HWEM B OMYXONEBbIA Npouecc: nepeceyeHue bnyxaa-
lowero u auadpparmanbHoro Hepsos (1/25, 4%),
NOKarbHOe PaHEHWE CTEHKU BHYTPEHHEW SPEMHOMN BEHbI
(2/25, 8%), nepeBsA3Ka HapYXHON COHHOW apTepuu
(1/25, 8%). BbinosnHeHa cUMyfibTaHHast MUKPOXUPYPri-
ueckas nnacTvka byskpaiolero Hepea. [lons uHTpaone-
PaLWMOHHOW KPOBOMOTEPY BbILLE KITMHUYECKM 3HAYUMMOTO
nopora B 15% OLUK npu Hanbonee obLMpHOM pesekuu-
OHHOM aTare He npesbiwana 12% (3/25) u He 3asucena
OT rpynnbl UcCrenoBaHus, coctasme 2/12 (17%) cnyyas
ans rpynnbl B v 1/4 (25%) — ana rpynnel [, MeanaHa
obbeMa MHTpaonepaLMoHHON KPOBOMOTEpU COCTaBUIIa
4,6% OUK (1,9; 8,5), unu 50 mn (20; 100).

B kauecTse nmocrneonepaunoHHbIX OCIOXHEHWN
BbICTYNanu nNpeuMyLLecTBEHHO WH(EKLUOHHbIe
(3/25, 12%), a Takske TpaH3UTOPHbIE NMapes NMLEBOro
HepBa W NieKconaTtus nieyesoro cnnetexus (2/25 u
1/25 cooTeeTCTBEHHO). TaKKe 0TMeUEHb! ULLIEMUYECKOe
MopaeHne LeHTpanbHON HEPBHOM CUCTEMbl Ha dhoHE
HapyLLEHNs NPOXOAMMOCTW BHYTPEHHEN COHHON apTepum
Ha ypoBHe onyxonesoro pocta (1/25, 4%), cuHopoMm
lopHepa (1/25, 4%), cuanopes (1/25, 4%), opocToma
(1/25, 4%). Xupypruyeckoe BMeLLIATENbLCTBO MO NMOBOLY

06beM XMPYPruyYECKOro NIeYEHUs MPU NOCTUKEHUW JIOKATbHOrO KOHTPOTIS

Figure 1
The extent of surgical treatment given to achieve local control
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nocneonepaunoHHbIX OCMOXHEHUA noTpeboBanock
TOSIbKO B CBSAI3U C HanMuMeM OpPOCTOMbI, pa3BUBLLECS
BCIELCTBME HEMPUKMBIEHUA KOMHO-(DAcLMaIbHO-Mbl-
LLIEYHOro NOCKYTa — BbIMOJIHEHA MUKPOXMPYpPruyeckas
nnacTuka BonbLION rPyOHON MbILLLEN.

MporpamMMHas Tepanus 3aseplueHa y 19/25 (76%)
nauMeHToB, KOMBUHWUPOBAHHbIA NIOKAbHLIA KOHTPOMb
¢ ONT nposoguncs y 11/25 (44%), nonHbit oTBeT
Bbin gocTurHyT y 18/25 (72%). MeanaHa anutens-
HOCTM HabMOLeHUA 3a MUBYLLMMMU NauueHTamu oT
MOMeHTa BepuduKaluu gmMarHosa coctasuna 55,7
(37,6-77,0) mec ona rpynnbl A, 73,6 (25,0-99,6) mec
ansa rpynnsl B, 91,8 (52,9-130,7) Mec ans rpynnsl B u
14,4 mec npoponxanocb HabniogeHe 3a BbIXMBLLUM
naumMeHToM n3 rpynnbi .

Mpu oOLEHKe WUCXOLOB feyeHWs mnokanbHas
nporpeccus boina oTMeueHa B 3/25 (12%) cnyuasx:
1/7 (14%) cnyuait B rpynne A, 1/12 (8%) — 8 rpynne b,
1/2 (50%) — B rpynne B, B rpynne I' He Habmioganoch
Cryyaes nokasbHoit nporpeccuu. Mpu atoM y 1/3 nauu-
€HTa foKanbHas nporpeccus bbifia 0TMeYeHa ABasKabI
nocne XMpypruyeckoro feyeHus, nNpoBefeHHoro no
MecTy »uTenbcTBa, B ycnosusx HMUL OIOU um.
Omutpua Poravesa Bbina gocturHyta RO-pesekums u Ha
MOMEHT nocrefHero HabniofeHus y JaHHOro nauueHTa
0TMeuvasiacb MosiHasi PEMUCCUS B OTCYTCTBUE AOMOSHU-
TenbHbIX COBbLITUN.

CuctemMHaa nporpeccusa Bbina oTMeuyeHa B
6/23 (26%) cnyyasx 1 npeacTasrieHa BO BCeX rpynnax —
npeuMyuwecteenHo B rpynne [ (IRS IV) — 3/4 (75%)
cnyuas, a Takke 1/7 (14%) cnyvait B rpynne A,
1/12 (8%) — & rpynne b, 1/2 (50%) — & rpynne B.

EoVMHCTBEHHbIN cnyyah KOMBUHMPOBAHHOM
nporpeccuu (1/25, 4%) 6bin oTMeueH B rpynne b
(1/12, 8%) nocne nporpaMMHoi Tepanuu no nosoay
numMcboMbl BepKkuTTa 1 NocnefytoLLero HepaguKasnbHOro
XUPYPrUYECKOro fleYeHust Mo MecTy KWUTeSbCTBa Y nalu-
€HTa C 3KCTpapeHarnbHOM 3KCTpaKpaHuanbHoi pabno-
MAHOMN OMyXOonblo.

Bbino 3apeructpuposaHo 5/25 (20%) netasnbHbix
ucxopnos: 1/7 (14%) cnyuait B rpynne A, 1/12 (8%) —
B rpynne b n 3/4 (75%) — B rpynne . B 4/5 (80%)
Cnyyasx neTanbHbl Ucxon 0B6YCNOBAEH CUCTEMHO
nporpeccueit 4o 3aBepLUeHWs NPOrpaMMHoOi Tepanuu,
y 1/5 (20%) naumeHTa oTMeueH oTHaneHHbl peLmnams
(cucteMHas nporpeccus) nocrne 3aBeplieHUS
nporpamMMHoit Tepanun. KpoMe Toro, 2/25 (8%) nauum-
eHTa Npu3HaHbl MHKYpabenbHbIMU BBUAY Hanuuus
CUCTEMHOW MPOrpeccum B YCOBUSIX OTCYTCTBUS OTBETA
Ha MPOrpaMMHyI0 Tepanuio, Ha MOMEHT MOCMEeAHero
HabroAeHUs NauMeHTbl Bbinn K1BbI.

BasHO 0TMETUTb, uTo BO BCex (3/3, 100%) cnyuyasx
Hanuuusa nepectpoikn FOXO01 Bbin 0TMEYEH NeTanbHbIN
UCXoL, B TO BPeMsi KaK B OTCYTCTBME LaHHOW nepe-
CTPOWKKM Bce maumeHTbl ¢ aPMC (4/4, 100%) Gbinu

MBbl HA MOMEHT nocfiegHero HabriogeHWss BHe 3aBu-
CUMOCTYM OT Hannuus/oTCyTCTBUSA OTLANEHHOro MeTa-
cTasupoBaHus. B cnyyae Hannumns 3P0 BHeopraHHoM
wenHon nokanusaumun B 2/7 (29%) cnyuvasax 6bin
OTMeYeH neTanbHbI ucxon Ha coHe KOMBuHMpo-
BaHHO M cucTeMHom nporpeccuu, B 1/7 (14%) cnyuae
NaumneHT NpusHaH HKypabenbHbIM Ha hOHE CUCTEMHOM
nporpeccuu, 4/7 (57%) naumeHTa sKMBbI B OTCYTCTBUE
cobbITUA Ha MOMEHT NocfiegHero HabnoaeHus.

PesynbTaTbl onncaTtensHOro aHanusa 5-netHen obuew
(OB) 1 6eccobbiTnitHoi (ECB) Bbl1BaEMOCTM MALMEHTOB C
CMT BHeOpraHHOW LLUEMHOW NoKanM3auum npencTaBieHsbl
B Tabsmuye 5. B cBA3M ¢ OTHOCUTENBHO MasibiM 06 beMOM
BbIOOPKM NMPOBEAEHWE CPaBHUTESIbHOO aHanM3a KyMyns-
TUBHOI BEPOSITHOCTM JOKUTUA Mexay rpynnamu A-I" npen-
CTaBIAETCA METOAMYECKM HEKOPPEKTHBIM.

Tak, cornacHo faHHbIM, NPEACTaBMeHHbIM B Tabrmue 5
W Ha PUCYHKE 2, OMULOAEMO OTMEUYAETCA KIIMHUUYECKM
Bonee Bbicokas OB nauneHTOB B OTCYTCTBME OTAA-
NeHHbIX MeTacTa30B, BbIIBIEHHbIX Ha MHULMANBHOM
atane (88,2% npotns 76,3%). Mpu 3TOM KpuBble
L0oxuTnaA npu oueHke BCB B oTcyTCcTBME NOKanbHOWM
Nporpeccumn CnvBaloTCs, YTO CBA3AHO C OTCYTCTBUEM
CIny4aeB NOKasbHOW NPOrpeccum y nauMeHToB 13 rpynmbl
IRS IV. BasHo 0TMeTWTb, uTO pasnuuua B OB BbisiB-
NEeHbl NpY OTHOCUTENbHO HeBOMbLLOW Aofle NALMEHTOB,
koTopas B IRS IV coctasnsana 16% (4/25). MatuneTHss
OB ans nauuerTos ¢ 3P0 cocTasuna 67,7% (SE 18,9;
95% W 20,5; 90,9), 5-neTHaa BCB — 57,1% (SE 18,7;
95% OV 17,2; 83,7).

OBCYXXIOEHUE PE3YJIbTATOB MCCINE[LOBAHUA

".B. ®anunees BnepBble B 0TEYECTBEHHOMN MpaK-
TUKE OTMETUSI, YTO OTCYTCTBUE CNEeUNdINUECKON KIMHN-
YECKOW npes3eHTauuuM B YCIIOBUSIX CTPEMUTENIbHOMO
poCTa OMyXOSnu 3aTPYLHSET NepBUYUHYIO 1 AndhcpepeH-
UMasbHYI0 AMarHOCTUKY BHeopraHHbix CMT wewn [16].
CoBpeMeHHble MeTOAbl AMarHocTuku (oT Busyanu-
3aUMM 10 MOJEKYSSPHO-TEHETUYECKOr0 UCCIeAoBaHus)
CMT npeTtepnenu 3HaumMMmble U3MeHeHUsi: npuobpenu
CUCTEMHbIN XapaKTep 1 LUMPOKME BO3MOKHOCTH [17-19].
OpHako [onsi KOPPEKTHOro AuarHosa npu oudycpepeH-
LManbHON AMArHOCTUKE BHEOPraHHbIX OMyXOnew Lien y
LeTel Ha NpenonepaLynoHHOM 3Tane 0CTaeTCs HU3KOW,
He npesbiwan 39-58% [2, 20].

MpoBeneHHOe MccrnenoBaHMe NOLTBEPKAAET COXpa-
HeHWEe 3HAUMMbIX HEQOCTATKOB MEPBUMYHON AMArHO-
CTUKM BHeopraHHbix CMT wwewn y neteit: B Bonee Tpetu
cnyyaes (11/25, 44%) B kauecTse NepBUUHOrO AMarHosa
BbICTyNanu numdbageHonaTtuna unu numdbonponundepa-
TuBHOe 3abonesanue. [pu nposeneHnn auddepeHumn-
anbHol anarHocTtvkm B 80% cnyuaes (20/25; p = 0,003)
KOPPEKTHbIN NaTOMOPOSIOrMyeckuii anarHos buin ycta-
HOBMeH B pechepeHc-UeHTpe. pu 3Tom bonee nono-
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BuHbI (8/13; 62%) NaToMOpPdONOrMUYECKMX ANArHO30B,
BbICTABJIEHHbIX MO MECTY UTefbCTBa, MOABEPranuch
CMeHe Npu NepecMoTpe B YCIOBUAX pechepeHc-LeHTpa.
Takske OblIM BbISBMEHbI 3HaYMTENbHAA AOMA Cly4vaes
HapyLueHuns TpebyeMol TeXHUKK npoBefneHus Buoncum
(13/25; 52%) 1 BblCOKasi OTHOCUTENIbHO CTPEMUTESNb-
HOrO OMyXO0J1eBOr0 POCTa AJINTENIbHOCTb BepUdMKaLmm
KOPPEKTHOro MarHosa, MeguaHa coctasuna 3,2 (1,6;
4,9) mec.

Bbicokast reteporeHHOCTb HO30MOMUA U PeaKoCTb
CMT BHeopraHHOW LIEWHON NOKanu3auun 3aTpyn-
HAIT He ToNbKO AuddepeHUNanbHYI0 OMarHOCTUKY,
HO M aHanu3 1 npepcTaBneHue paHHbix: ¢ 01.2013 no
08.2020 (92 mec) B ycrnousax KpyrnHoro dpeaepans-
HOro pecpbepeHc-UeHTpa 25 nauneHToB BbiNKu BKIIO-
YeHbl B UCCMef0BaHWe CornacHo kputepusam otbopa.
Mpun 3TOM MpeanoxKeHHoe B paMkax BEAyLUMX oTeve-
CTBEHHBIX U 3apybeHbIX KIIMHUYECKMX PEKOMEHAALNN
penenvie CMT Ha 4 rpynnbl, Ha NepBbIvi B3r4, MPUBOAUT
K BKITIOYeHMWIo B rpynny «He-PMC-nopnobHble capkombl»
(rpynna b B maHHOM UcCCrefoBaHWu) Takue nonspHble
HO3010r MK, KaK MHpaHTUNbHas dmbpocapkoMa, 3MoKa-
YyeCTBEHHas onyxonb 13 obonoyek nepndepunyeckmx
HEPBOB 1 3KCTpapeHarnbHasa dKCTPakpaHuanbsHas pabpo-
noHas onyxonb. OgHaKo MPOrHO3, Pofb XMPYPryYecKoro
nevenus, obbvem xummnotepanuu u T cuctemaTnsnpy-
I0TCSi B YCIOBUSAX PUCK-afanTUPOBaHHbIX NMPOTOKOOB
npu cTpaTuduKaumm NauMeHToB COrnacHo rpynnam
PUCKa C YYETOM TaKUX MoKasaTenewn, Kak:

a) ructonornueckwit Tun (nibas/3P0/necMonna-
CTUYeCKas MEeNKOKPYrTIOKIeTouHas onyxosb), ctaTtyc
pervoHapHbIX nuMmdatuyeckux yanos, rpynna IRS
W MHUUMAnNbHBIA pasmep onyxonu < 5/> 5 cM — ons
CWS-2009 n 0TeyeCTBEHHbIX KITMHUYECKUX PEKOMEH-
nauwi [8];

6) rucTonormyeckuin TMn (CMHoBManbHas capkoma/
He-PMC-nono6Hble CMT B3pocnoro tvna), rpynna IRS,
cTeneHb andpdpepeHumnpoBkm (G), MHMUManbHBIA pasMep
onyxonmu < 5/> 5 cM 1 N1 B oTcyTCTBME NUMdboanc-
CEKLMN — NS KNMMHUYECKMX pekoMeHaaLumii EBponeickon
rpynnbl no nayuennio CMT y peteit (European Pediatric
Soft Tissue Sarcoma Study Group, EpSSG) [11];

B) rpynna IRS, cteneHb audpbdpeperumposku (G),
WHWLManbHbIA pa3mep onyxonu < 5/> 5 cM 1 N1 B oTeyT-
CTBME NTMMOANCCEKLUMM — LS KIMHUYECKUX PEKOMEH-
paumii Cpynnbl netckoit oHkonorum (Children’s Oncology
Group, COG); npw BbiBOpe nevYeHUs Takme AOMNOM-
HWUTESTbHO YUYMTbIBAETCH CTEMeHb YYBCTBUTESIbHOCTM
OMyxonu K xuMuoTtepanuu [12, 21].

Tak, Hu3Kas rpynna pucka He-PMC-nopobHbix CMT
Takke obo3HauaeTcs EpSSG, Kak “surgery alone group”,
Tak Kak B JAHHON rpynne OTCYTCTBYIOT MOKa3aHua K
NpUMeHeHuo nonuxummoTtepanuun unn OIT, npu 3Tom
Takue naumeHTbl obnagaloT 61aronpysSTHBEIM NPOrHO30M.
[MPOTMBOMOMOXHOCTbLIO AAHHOW Fpynne ABASIOTCA naum-
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eHTbl ¢ CMT ¥ MHMUMANbHO BbISBIIEHHBIMU OTAANEHHBIMM
MeTacTasamu (rpynna I B LaHHOM uccliegoBaHum),
KoTOpble TPebyloT MHTEHCUMBHOW MYNbTUMOAASbHON
nporpamMMHoi Tepanuu, obnagas HaumeHee bnaronpu-
STHBIM MPOrHO30M, YTO 3HAUMMO OTPAKAETCSs Ha MoKa-
3aTtensix BCB n OB obuwueit rpynnbl nauueHTos ¢ CMT [8,
11, 22-25]. 370 TaKKe Obifo NOATBEPMKAEHO B NAHHOM
nccrnefoBaHUN: HECMOTPS Ha TO, YTO AOMS NaLMEHTOB
¢ IRS IV coctasuna 16% (4/25), 5-netHas OB Gbina
paBHa 88,2% (95% [OW 60,2; 96,9) npu ux UCKIIIOUYEHM
npotue 76,3% (95% OW 51,8; 89,5). Tak, HecMoTps
Ha Hanuuue KIMHUYECKMU U CTAaTUCTUYECKU 3HAUMMOMN
TEHOEHUMM YBENIMYEHUA NONM BbIXKMBLUUX MaLMEHTOB C
PMC (IRS IV) npu cpaBHeHWUW UCCIIEROBaHMIA, BbIMOSI-
HeHHbIX B 1999-2004 1 2006—2008 rr.: 15% (95% OW
8; 23) npotue 30% (95% OW 20; 40) cooTBETCTBEHHO
(p = 0,0014) [26], oTMeYeHO OTCYTCTBME 3HAUUMbIX
nsMeHeHuit 5-netHeit BCB (He nmpesbiwatowein 30%)
[aHHOI rpynnbl NaumeHToB [25-27]. Mpobnema Bbibopa
ONTUMAanbHON TaKTUKK nedveHuss CMT ocTaeTcs Hepe-
LeHHoW. B paMkax paHHoro uccrneposaHusa 75% (3/4)
naunenToB ¢ IRS IV ckoHuYanucb B TeyeHue nepsbixX
17,4 mec HabrniopeHnsa oT BepudUKaLUM KOPPEKTHOrO
OMarHosa.

OTMeueHHas BbicoKast nons 5-netHei OB onsa nauu-
eHtoB ¢ 3P0 (67,7% B rpynne uccrenoBaHus nNpoTus
17-33%, no paHHbIM nuTepaTypbl) [22, 28, 29] MosxkeT
BbiTb 06bACHEHA BbICOKOW [ONEN AOCTUrHYTOrO pau-
KanbHoro ynanenus (5/7 — RO-pesekums, B 1/7 cnyuyae
nocne RO-ypaneHns BHeKaHaNbHOro KOMMOHEHTA
OMyXONW OTCYTCTBOBANM MOKa3aHUsi 4fS ero BbIMosl-
HEHWSI BBMOY HaMuns MOSTHOMO OTBETa Ha MPOrPaMMHYI0
Tepanuio), 3HauMTEnNbHO [oMeil NauMeHToB, BO3pacT
KOTOPbIX Ha MOMeHT febioTa 3abonesaHns npesbiwan
1 rogn (4/7, 58%), HU3KOM YacTOTOW OTHANEHHBIX MeTa-
ctasoB (1/7, 14%), a Takye OTHOCMTENbHO MarbiM
06beMOM M3yyaeMoi rpynmbl.

PesynbTatbl xupypruueckoro nedyeHuss CMT BHeop-
FaHHOM LLUEWHON foKanusauuu, NpMBeAeHHbIe B AaHHON
CTaTbe, COOTBETCTBYIOT OCHOBHbIM TPebOBaHMAM, Npenb-
SBNsieMbIM K 00beMy NOKanbHOro KOHTPOMS BEAYLLMMM
rpynnamu neuvennss CMT paHHoit nokanusaumu [8, 9,
11, 15]: pagMKanbHOCTb XMPYPrMUYECKOro neuveHust He
3aBucena oT rpynnbl UCCRefoBaHns 1 bbina BOCTUrHyTa
y 17/20 (85%) BbiskuBwMX naumeHToB, B 3/20 (15%)
Cnyy4asx NoBTOPHOE XMPYPruyeckoe BMeLLaTeNIbCTBO He
TpeboBanoch B CBS3W C AOCTUMKEHUEM MOSTHOMO OTBETA
Ha dhoHe NPOBOAMMON NPOrpaMMHOI Tepanuu (y aaHHbIX
MauMeHToB He ObIfo BbIABIIEHO JI0KANbHON UM KOMBK-
HWPOBaHHOM nporpeccum). OTMeuanack HU3Kas YacToTa
Pa3BUTMS NOKaNbHOK/KOMBUHMPOBAHHOK Nporpeccuu:
n3 BbisBNeHHbIX 3/25 (12%) crnyyaes nokanbHON K
1/25 (4%) cnyyas koMBuHMpoBaHHOM nporpeccun 6onee
Tpetu cnyyaes (1/3 1 1/1 cooTBeTCTBEHHO) BbINN BbISB-
NEHbI MOCIe HEPaAMKaIbHOMO XMPYPruYecKoro f1eyeHus,



OPUTUHAJNbHBIE CTATbU

NJl 8y ul
sAep unoj ‘sap Kep auo ‘sap sAep 9@aly} ‘sap sAep xis ‘sap Kep auo ‘sap ON Gl AL UM_W_MMLW
1ho y ‘et 1ho 1 ey ho ¢ ‘et 1ho 9 ‘et tho 1 et 18H BUHaTOILQEH 0J0HHOMMEdaL0aLo0U
9100WMTOXQO8H
ON ON ON oN uoneadwod snoioaju| ON suoneandwod aAesadoisod
18H 18H 18H 18H SUHBHWOLIO0 SOHHOUTIHADH|A 18H BUHBHXOLIO0 3I9HHOMEdaLI08LI0] |
BN H_\Mm>%mmmaombc, painins) uisA
1nBnleusajul ayy Jo 30848Q
ON p110Jed Jeulalxa ayy Jo uonebr] onxosjmam_._oma._.xs oN oN ON suoleanduwod aAlesadoe.u|
18H undarde OHHOD LMA) 19H28 poHWads 18H 18H 18H BUHBHXOLIOO 819HHOMedaL0RdLH|/
yoHwAdeH exesgads|| worHadLAHS Liachaf
AGD 8u1 Jo 9w ‘Aiabins
. . . . . . ulew ay3 Buninp awin)oA sso) poo)q 8
6TT/007 $'eT/007 9'L1/00T 6'c/0y 2'8/0ST 1'2/08 IS0 /U wnnedoud
1MoHEa0HI0 ndu ndaLouogody waagQ
eTWeTNZ1d TWeTNz.d TWeTNag.Ld TWONgg.Ld OWONdg.1d OWONZ1d WN1d
K1abuns %00)-puodag
0 0d [2c e 04 04 BunedaLo-%00]-puodag
K1abing 1493 + A1abing Kisbing 1493 + A1ebung 1493 + A1ebung 1493 + A1ebung 1043U02 18007
sunedsuQ 1L + sunedsug sunedsuQ 1L + sunedsug 1L + sunedsug 1L + sunedsug qLOdLHOM WIGHAGLIeMO| [

Adeuayy olwouosow
+ 1493 + (uaAwounoe ou)

2N IAZI + 0d + voN Il VIVA

Adesayy o1wouoaw
+0Y + GoN JIVAID

¢oN JIVAIO +1483
+ (@ uroAwounoe ou) gaN

3IVAIO + ¢d + oN 3IVAID

Ty + Adeuayy aun-paiy: + uoissaibold
+ 1493 + Adeuayy aui-puodss + uoissalbouid +
(uroAweripy ou) gaN [I| VIVA + 1483 + GoN IIl VIVA + 2y

1494
+ (UroAwounoe ou)

goN ACl + ¢d + Il VIVA

juswieal|

guuedaL xoQq ° ‘ X0 ¢OoN JIVAID T + BUHAL 1t
BEeHWOHOdLoW mﬂ:mawﬂmmﬁ__nmnmmnwwm cd +0d VoA 391 *6d + LT + (I eHUMAWOHMIME  B9LadL + BMOOadIodU + || + BUHUL BedoLe  + (BHUTMWOHMLME suueda
+0Y + GoN JIVAID +m_w_z_ m_mmﬁ_ B <_<\mu BuHoTa8E £80) SaN + B1o2ad.odu + (eHUNUWendie BuHaToas BuHoTa8E £89) SaN
JIVAIO + ¢d + ¥oN JIVAID €89) ¢oN |1l VIVA + LLIT + GoN 1l VIVA + 2o Al + 2 + 1l VIVA
N W\ I\ A 1] 1] Syl

Asdoiq ayenbapy Asdoiq ayenbapy Asdoiq ayenbapy

Asdoiq ayenbapy

U01308S8. 182IpE.I-UON

Asdoiq aAIssa9x3

Kiabuns Auewiid

W8490 Yi9HLegvale W8490 WIdHLeavale Wa1go Wa9g0 WIgHLEaMaTe W8990 WIGHhOLIGQEM
KMOLIONg ‘KMoLIONg WiHLeSMaTE "BUaLOUg “BoLonq BUHBLIETA eMLIquoL BeHduexneday ‘KIOLIONg sunedsuo seHhuads||
TWINeZL TWINAZL TWINGZL TWONAZL OWONGZL OWONAGZL WNL

. elep oN . . ejep oN . WO ‘9WN|0A Jowiny jeniu|
08 XIGHHEeT 1aH 0°1ST 1716 XI9HHEeY 1aH LL1 JWO ‘ULIOXALIO W89.90 WIGHILIeUTIMHIA
Jowiny piopgeyd P —_—

. . elUBIORIIXS |euseIX .
+I0X0d 'S Je10Aly ~I0X04 'SINY 18109y n__:oxz._o mm_xqsoqommo_ +I0X0d 'SINY 1e109ny ewoaues fuimz pajenualagipun ABojo3sIH
+I0X04 Ode —I0X04 "JnNd®e BeHalenHedvedLove +I0X04 OWde eIHMQ| ewoMde) mZoxaN_o seHHesod BUIOLOLOM |
seHareHadedLovng -unHadadhcpuiiay

sJeak ‘sisoubelp je aby

yjuow T steak TT syjuow g sieak 1T syjuow ¢ syjuow ¢ Jeak T syjuow g sieak g sieah ¢ 1901 ‘esoHtent
TBO8W T 1oL TT g9NBO8aW g Lall TT erBI8Nn 99808 4 TOJ T g99TNBO8aW g B0l g emod ¢ WMEOHBLO0U LHOWOW eH Loedsog
ajewa alep ajewa aep EIEN EIEN PEI
USRLIENY NOMOWAN VIMHOHBW NOMOWAN NOHOWAN NOHOWAN Loy |

L 9 S 14 2 4 T

9 Juaned G juaned ¥ Jusned ¢ juslied C Juaned T Juaned l9jaweled

9 LHaune|| G lHaune|| ¢ LHaune|| ¢ 1LHauney| Z LHauney| T LHaune|| weHeudu niawaenAepy
(1 dnoub) sesejsersw juelsip yum syuaired pue (g dnoub) ®osu ay) Jo sanssi 3OS U] Ul pa1ed0) BUI0IES aY-SNY UM sjuaied jo sonsiieioeley)

¥ 91qeL

(1 euuAdl) 80ee10B18IW XIGHHBLIBTLO WMhULIEH O 80L1HauTIeL U (g euuAdl) | N WOHQOTOL-JNd MOHHE IdosHE O goLHanmel exniondaedey
 enuuge]

Pediatric Hematology/Oncology and Immunopathology

2023 | Vol. 22 | Ne 4 | 37-51



OHKONoOrwus

c
5=]
e 2
302
= 9c
= S O o= L]
el o aQ A
~ ~ :?:)Z ggmag ~
o5 3ev -
Sa €
c 23
[
>
%)
o™ e
o =
[T o 2
Jc o o)
5E § =
wg T ©
= s c @
Nc;; o=Sc <
© © 2 0552 <
@3 Soc® —
=9 So€ o
NS QoL
— Qo g
S& = 2
<~ s « &
i =
< =
< s £
- (&}
ey
cs
@© D ©
® o
IToiEZ
ooz
EZCDGJ::
Ro=z250
5o 7]
68 29
= [ =] [To]
Lo o = 0
n [0} QO O s= =
— 5= s 029 N
mQ o g =
ES 002
OFAaco
EgLoc
S>adot
PFo233
oFEFECH®
o >
Z(D
@©
< 0
Itbl—mo
tUIQ._C'é;C_,
—_ =S 0= @
@ » G)Q)ZOBQ)
g5 EI—QJ—IU)U
Po o 85 c <
> Sxo?5 5
< © Ny 2058*-;'6 o~
&&] . = ]
<< | 98853
I=¥=] 6=89E5
caflso
Lo 2 E@LEog9
oa28=z2a
= O -
oFFE
=
3
- .
g= 54
cug Ex
o U
s 3 [
o0 g 2=
we=3 2SS 385
7 [ J_F&T
IFLE ST xoL, 2
Edec|zXos02250
o520 a20
LFLEER Q0O F
= = moQ_Smfgg
oS | X0 Loz ~
NoN—H | 520 godu o -
M — ) zx oo | ©
L oscza|l @
S08s|alwxl=22| A
SE8e 0 EE2852
mbheS| ESTESSEE
= S|l @ T on
00 0O © © :'G)Er:mfgg
toI®| 2Fo 2@
< N = o [o ]
'—':l:t oc
SIS 59
55 =
oo T ©
=B S
gE =
=%
5
=9
> = s D3
@ — » = ©
20 5 ‘Ug:l:n“d-og
cog2 ZTZTC0o | o
e CI25| 29FTdOnNT -
N ~ mEns5| 2asgsss | X
S 05| 95802982
< s < =OcC o.E
Sz 32~ 256
2 3 = I%,_
S>~
7)
< = (7]
> e [oN £
Ogpo o c
X == [ — o
x 5 = < (=8 e
$308 |5 = T 1o
[} c O o
o085 | = S o 2 £5
Sala@ Q © o = =
S S g0 b = I © « @
o >F o0 ° = s
22582 |2 5B § % |23
Igomm N [ k4 @ D
o= Pcc [= =0 g = g3
oS g% o o o o [ Q
Edgxs < S—0c Ews (=8
OB oo Fros E X S
OD-S(DCm>’ OSEe IS“ @© S
To22588 Q25 ) Qs
ScC g2 | 8Bgco 2oy =1
Copr®=x= =R E(E (=
COosoS585| Loch g9 Q o5
EEC >053-a® S ZrC g s©
S0cBovonl,"00Y X g0 L Qg
Coosco3Eaa® OST®> @
A HdcC XF<con| Ecexl =IO CF

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
2023 | Tom 22 | Ne 4 | 37-51

Tabnuua 5

KyMynsaTuBHbIi aHanua 5-netHet OB n BCB nauunexTos ¢ CMT
BHEOPraHHOM LUENHOW fIoKanusauum

Table 5

A cumulative analysis of 5-year overall (0S) and event-free (EFS) survival
of the patients with neck soft-tissue sarcomas (STSs)

Kymynsatue- CpenHee
Has BepoAT- BpeMs, CBO-
HOCTb [J0XM- 6opHoe ot
MNokasartenb ™8, % (SE) 95% OU KKT, mec  95% AU
Parameter Cumulative 95% ClI (SE)* 95% ClI
survival Mean time to
probability, % a CE, months
(SE) (SE)*
0ObLan BbIbopoYHas COBOKYMHOCTb NaLueHTos ¢ CMT
Total sample of patients with STS
5-netHsis OB . .
5-year 0S 76,3 (9.4) 51,8;89,5 49,7(41) 41,6;57,7
5-neTHsas BCB! . .
5-year EFS? 49,4 (12,0) 25,0;69,8  43,1(4,6) 34,1521
5-neTHsas BCB? . .
5-year EFS? 73,9 (12,1) 41,8; 90,1 55,0 (3,0) 49,1; 60,0

B oTCyTCTBME OTAANEHHOr0 MeTacTa3MpoBaHus, BbIBIIEHHOrO
Ha MHWULManbHOM 3Tane
In patients without distant metastases at baseline

5-netHss 0B

Soreras 882(79)  602:969 557(29) 50,1 60,0
el 565(129) 284771  47,7(45) 39.0:564
S Ensee 769(122) 423923 550(30) 49.1;60.0

lMpumeyanune. KKT — KoMbuHMpoBaHHasi KOHeYHass TOYKa. * — daHHbIN Mokasaresib
paccuutaH ans 5-netreit 0B/BCB. ! — B kayecTe KKT npuHsTa fiokanbHasi, KOMOUHUPO-
BaHHasi M cucTemHas nporpeccus, 2 — B kayectse KKT NpuHATa NIOKanbHas nporpeccus.
Note. Cl — confidence interval; CE — combined endpoint. * — this parameter is calculated for 5-year
OS/EFS. 1= local, combined and systemic progression are defined as a combined endpoint; 2 — local
progression is defined as a combined endpoint.

PucyHok 2

Ananus kymynatueHoi OB (A) n BCB (B) (B oTcyTcTBME NoKarb-
Hoit nporpeccuu) nauueHTos ¢ CMT BHeopraHHOM LUEHHOM fo-
Kanusauwu B 3aBUCUMOCTU OT HanMuusa OTAANEHHbIX METacTa3oB
€ nomoLubio MeToaa KannaHa—Manepa

Figure 2

Kaplan—Meier analysis of cumulative 0S (A) and EFS (B) (in the ab-
sence of local progression) of patients with neck STSs depending on
the presence of distant metastases

A 88,5% (SE 7,6); 118,3 Mec (95% AN 102,2; 134,5)
88,5% (SE 7,6); 118,3 months (95% Cl 102,2; 134,5)
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Total sample
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OPUTUHAJNbHBIE CTATbU

BbIMOSIHEHHOI O MO MECTY XUTeNbCTBa. Takske cobriopa-
NUCb TaKMe 3HauvMble AOMOSTHUTENbHbIE MOKa3aTenu
30 PEKTUBHOCTU XMPYPrUUECKOrO NIEYEHMS, KaK:

1) Bo3MoskHOCTb cobniofeHnst TallMUHra Hayana
afblOBaHTHOM Tepanuu B yCNOBUAX BbICTPOM paHHew
nocrneonepauuoHHon peabunutaumm nNauMeHToB U
BbINMUCKM U3 XMPYPrMUYECKOro OTOEeNeHUsi: MejuaHa
HabnioaeHus cocTtasuna 8 cyT (7; 17);

2) HA3Kas YacTOTa MHTPAOMEPaLMOHHBIX OCMONK-
HeHwit (4/25, 16%) n HeskenaTenbHbIX ABMeHuin (06beM
KposonoTepy Bbilwe 15% OLK; 3/25, 12%) B ycrnosusx
BbICOKOIO PUCKA UX Pa3BUTUSA M TEXHUYECKUX TPYLHOCTEN
yaaneHust CMT BHeopraHHo LLIEWHOM NoKanM3aumu;

3) npenonepaumoHHoe NaHpoBaHUe 1 BbINOSHEHWE
PEKOHCTPYKTUBHO-MIACTUYECKOr0 3Tana no nokasa-
HUSAM, CUMYNbTaHHO ¥ OTCPOYEHO;

4) cobniogenne HanaHca Memay CTpeMiieHMeM B
LOCTUMEHWUW paLUKanbHOr0 XMPYPryecKoro yaaseHus
OMyXONM U WHBANMAM3auMM MauveHTa, NMpUMeHeHwue
KOMBMHMPOBaHHbIX METOLOB AOCTUMKEHNS FTIOKANbHOMO
KOHTPONS;

5) HM3Kas yacToTa nokanbHoit (2/25, 8%) v otcyT-
CTBME KOMBVHMPOBaHHOM NPOrpeccUn Npu Xupypruye-
CKOM JleUeHumn B yCroBusiX pedhepeHc-LieHTpa.

BbifiBNieHHble B X0fe MCC/Ief0BaHUSA HeLOCTaTKM
nepBUYHOM M guddpepeHLManbHOM OUArHOCTUKK, a
Take 0CODEHHOCTU NeyeHns OUKTYI0T HeobxoaMMocTb
npoBefeHus xupypruyeckoro neveHuns CMT BHeop-
raHHOW LUeMHON NoKanusauum B yCNoBUSX Cneumanmnsu-
POBaHHOMO 1e4eBHOr0 YUpemAeHus.

3AKITIOYEHUE

[MpoBeneHHbIN aHann3 3dPdEKTUBHOCTM NEPBUYHON
n pmcbdpepeHumanbHOM AMarHoCTUKN BHeopraHHbix CMT

LIen y [eTen BbIBUIT 3HAUMMbIE HEJOCTaTKMU, KOTOpbIe
CBMOETENbCTBYIOT 0 HEOHX0AMMOCTM ONTUMM3aUWK
anropuMTMa LMarHoCTUKKM, BKIOYasi TEXHWUKY BbINOSI-
HeHus Buoncun u nposepeHne NaToMopdIONorMyecKoro
uccnepnosaHus. BHeopraHHasa nokanusaumsa CMT nosso-
nAeT NPenMyLLeCcTBeHHO [OCTUrHYTb RO-pesekuun B
OTCYTCTBWE Kaseyallen onepauum, SBfsACb 3HaYMMOM
COCTaBNAIOLWEA KOMMNIIEKCHON NPOrpaMMHON Tepanuu
CMT wwewn, uTo oTparkaeTCcs Ha HU3KOM YacToTe foKanb-
HOMO peLmanBa 1 BbICOKUX MOKa3aTensx KyMynsTUBHOM
OB v BECB nauneHToB C gaHHOW HO30MOrMen B OTCYT-
CTBME OTHANEHHbIX METACTa30B MPW BbIMOSTHEHWUN XMPYP-
FMYECKOro NeYeHUs B YCIOBUAX CMELManM3MpOBaHHOIo
ueHTpa. [aHHble pe3ynbTaTbl TPebyoT fanbHENLEero
n3yyeHnsa Ha bonee KpynHow BbIBOPKe NauMeHToB.

MCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBME KOH(DNIMKTA WHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLUNTb.
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