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PabpoMunocapkoMa y neteu
nepsoro roaa XusHu. OnbIT

®Irey «<HMULU AIrOU um. [iIMuTpus
Porauesa» MuHagpasa Poccuu

T.B. Ctpapomckast, [1.10. KauaHos?, H.C. 'payes?, A.B. HeuecHiok?!, M.B. Teneluogal,
L.I". Axanapse?, C.P. Tanbinos?, T.B. LLlamaHckas?, C.P. Bapcdonomeesa?, I'.A. HoBuukosa!

1QIrbY «HaunoHanbHbIf MeauUMHCKUI UCCIeRoBaTeNbCKUI LIEHTP JETCKOM reMaToiorum, OHKOIOriu U UMMYHO-
iorum um. [imntpusi Porayesa» Munsgpasa Poccumn, Mocksa

2QIBY «HaumoHanbHbIA MEAULIMHCKUIA UCCIER0BATEIbCKMI LIeHTP oHKosorum uM. H.H. brnoxuHa» MuH3gpasa
Poccum, Mocksa

PabnoMuocapkoMa (PMC) — Hanbonee yacTas capkoMa MArkux TkaHeit y neteit ot 0 go 14 net. PMC peako
BCTPeYaeTcs y [ieTell NepBoro rofa »*u3sHu. Mo nuTepaTypHbIM AaHHbLIM, BO3pacT MNapLlle 12 MecsiLes
paccMaTpuBaeTCs Kak HebnaronpuATHbIA NPOrHOCTUYECKWIA GaKTOp, UYTO MOXET BbiTb 0bycrnoBneHo
HEBO3MOXHOCTbIO NPOBENEHNS BCEro 0bbemMa MyNbTUMOAaNbHON TePanUK U aAeKBATHOTO JTOKaNbHOro
KoHTpons. Llenbio HacTosALLEro NccnenoBaHus ABUICA aHanU3 pesynbTaToB JIeYeHUs feTel nepBoro
roga »usHu, cTpagatoLwmx PMC, nonyyaswmnx nevenue B ycnosusx ®IreY «HMUL, OO um. OMutpus
Porauesa» Munanpasa Poccum 3a nepuwog ¢ 02.2012 no 05.2018 (75 mec). [laHHoe nccrenosaHme
0n06peHo He3aBUCUMMBIM 3TUYECKUM KOMUTETOM U YTBEPKAEHO peLleHneM yyeHoro coseta ®IbY
«HMWL OION wm. Omutpusi Poravesa» MuHsgpaBa Poccum. B nccnepnoeanne Bownu 13 naumeHToB.
MenmaHa Bo3pacTta 6onbHbIX HA MOMEHT MOCTaHOBKM AuarHo3a cocTasuna 6,7 (pasbpoc 0,23-11,9)
Mecsua. Y 2 (15%) naumeHToB omyxosib BbiIBMEHa NpeHaTanbHo Ha 32-i U 33-i Hefeniax recraumm.
Y 2 (15%) nmarHo3 ycTaHOBIIEH B TEUEHWE NepBOro Mecsua s1sHW. COOTHOLIEHUE MarbUMKM:AEBOYKMA
coctaeuno 1,1:1. Y 8 (61,5%) 6onbHbix pasMepbl onyxonu Bbinn 6oree 5 cM Ha MOMEHT MOCTaHOBKM
avarHosa. MeguaHa obbema onyxomu coctasuna 24 (pasbpoc 0,001-150) cm?. PacnpeaeneHnue no
nokanusaumuu: obnactb rofiossl 1 wew (n = 4; 31,5%), manbiit Tas (n = 3; 23%), koHeuHocTn (n = 3;
23%), Mouenonosas cuctema (n = 2; 15%), apyrue (n=1; 7,5%). Pacnpenenexne naumeHToB COrMacHo
nocronepaumoHHom Knaccudpmkaumm IRS: Il (n = 12; 92,5%), IV (n=1; 7,5%). Y 12/13 (92,5%) 60nbHbIX
[MarHocTMpoBaHa fiokanuaosaHHas dhopMa 3abonesanus. Y 1/13 (7,5%) naumeHta oTMeUeHO nopaxkeHe
MOOKOMHO-3KMPOBOW KNeTYaTKu1, NIeBpbl, KOPHeR 060MX NEerkux, NOAMENYNOYHON KeMesbl, KOCTHOMO
Mo3ra. MopameHne pervoHapHbIX IMMaTUUECKuUX y3nos anarHoctuposaHo y 1 (7,5%) naumerta ¢
noKanu3aumei onyxonu B 06nacTv rofnosbl 1 Wwen. MiHMumManbHbii 06beM onepaTWBHOr0O BMELLIATENbCTBa
B LIeNsiX NMOCTaHOBKM AMarHo3a Hocus xapakTep Guoncuu y 8/13 (61,5%) bonbHbIX, R2-pesekumm — y
5/13 (38,5%). Pacnpegenexve no rucTosnornyeckomy tuny: ambpuoHasnsHas PMC soisieneHa y 6 (46%)
nauueHTos, anbeeonspHas PMC —y 6 (46%),y 1 (7,5%) — BepeteHokneTouHasi PMC. Y 4/6 naumeHToB ¢
anbeeonspHoi PMC BbisiBneHa nepecTpoiika reHa FOXO1. PacnpeneneHne naLuMeHToB Ha rpynmbl pUcka:
11/13 (85%) BosbHbIX — Fpynna BbICOKOro pucka, 1/13 (7,5%) — oueHb Bbicokoro pucka, 1/13 (7,5%) —
rpynna ¢ UHMLManbHbIMKU MeTacTasamu. Tepanuio no cxeme VA nonyvanu 11/13 (85%) naumeHTos,
no cxeMe IVADO — 1/13 (7,5%), no cxeme CEVAIE — 1/13 (7,5%). Tepanusi no cxeme VAC nposoaunach
3/13 (23%) naumeHTaM [O LOCTUSKEHMS MMM 3-MECSYHOro BospacTa. PacueTt [o3 XMMMUOMNpenapaTos
BCEM MaLMeHTaM OCYLLECTBANCS Ha KUTOrpaMM Macchl Tena. JlokasbHbIi KOHTponb nposefeH 11/13
(85%) naumeHTaM, OH BKIIOYas: TOSIbKO onepaTtueHoe nevenmne Y 7/13 (54%), TOMbKO AMCTaHLMOHHYIO
nyyesyio Tepanuio (ANTT) —y 1/13 (7,5%), ONT u onepaumio — y 1/13 (7,5%), Tonbko Bpaxutepanus
nposeneHa 1/13 (7,5%), 6paxvtepanus v onepaums — 1/13 (7,5%) naumeHTy. JToKasibHbIA KOHTPOSTb He
nposoannu 2/13 (15%) naumeHTaM: y ogHoro 6osibHOro ¢ braronpusiTHoi okanusaumeit (enaranuviie)
PMC nocTurHyT nonHbiid oTeeT Ha nonmxumuoTepanuio (MXT), apyroit pe6eHoK — C AMCCEMUHMPOBAHHOM
dhopmoit 3aborneBaHns (MHOKECTBEHHbIE METaCTasbl B NOAKOMHO-MUPOBYIO KieTuaTky (blueberry muffin
syndrome) B nebloTe 3abonesaHus) BBURY OTCYTCTBUSA CyBCTpaTa NepBUUHOI OMYXOMW U CaHauuun
MeTacTaTuyeckmx oyaroB Ha dooHe MNXT. Bcem naunentam AT n bpaxutepanusa npoBefeHa B BO3pacTte
crapwe 1 roga. AJ1T nposepeHa 2/13 (15%) nauveHTam B cymMMapHoit odarosoit gose 50,4 u 51,2 p,
Bpaxutepanus (n = 2) 8 COl 36 p. BospacT Ha MoMeHT nposeaeHus OJTT — 21,1 u 13,37 Mecsua,
Bpaxutepanun — 12,4 n 14,5 mecsiua. Second-look-onepaums soinoniHena 9/13 (69%) nauventam B
obbeme: RO-pesekumn (n = 7), R1 (n = 1), R2 (n = 1). Y 2/9 GosbHbIX NpoBeneHbl OpraHoyHOCALLIME
onepauumn B 0bbeme 3K3eHTepaLmm OpdnTbI, LUCTNPOCTATIKTOMUW. MHAYKLUMOHHAsA Tepanus 3aBepLUeHa y
12/13 (92,5%) naumeHToB. MeanaHa HabnofgeHns 3a sKUBYLLMMY NaLmMeHTamMn cocTasuna 42,7 (pasbpoc
3,7-90) mec. Ucxon Habnopenwns: 8 (61,5%) nauneHtos xusbl, 5 (38,5%) — ymepnn. Ha MoMeHT
HanucaHus HacTosien ctatbm 8/13 (61,5%) 6onbHbIX HAXOAATCSA MOA AMHAMWYECKUM HabIIloaeHNeM:
6/8 be3 nporpeccuun/peunamnsa, 2/8 B peMuccum Noce Tepanui JIOKanbHOro peuyarea U Nporpeccum.
TpexneTHsis 0bLas BbisKMBAEMOCTb cocTaBuna 68,4% (95% noseputenbHbiid uHTepean 42,6-94,1).
TpexnetHss BeccobbiTuitHas BbikMBaeMoCTb — 46,2% (95% mosepuTenbHbi HTepsan 19,1-73,3).
lMonyyeHHble B HACTOSLLEM UCCNEAOBaHUN AaHHble COTrNacylTCs C pesynbTaTaMu MexayHapOoaHbIX
KOOMepaTMBHbIX UCCMEA0BaHUI M MO3BONSAIOT paccMaTpmBaTh Bo3pacT naumeHTos ¢ PMC MeHee 1 ropa
Kak HebnaronpuaTHbIA NPOrHOCTUYECKUIA (haKTOp B OCHOBHOM 3a CUYET HEBO3MOMHOCTM BbIMOSHEHWS
BCero obbemMa MeXAMCLMMIIMHAPHOIO NOAXOAa B Tepanuu.
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Rhabdomyosarcoma in the first year of life. Experience of Dmitry
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Oncology and Immunology
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Rhabdomyosarcoma (RMS) is the most common soft tissue sarcoma in childhood, but is very rare in infants. RMS diagnosed
during the first year of life is reported to have poor outcome. The aim of the study was to analyze the results of therapy of RMS in
the first year of life treated in federal center in Russian Federation. This study is supported by the Independent Ethics Committee
and approved by the Academic Council of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology and Immunology. All prospectively registered patients with RMS in infants treated during the period 02.2012-05.2018
(75 month) were included. Diagnosis was confirmed by histology. All patients were examined and stratified according to the
GPOH Cooperative Weichteilsarkom Study (CWS) Group guidance 2009. 13 prospectively registered patients with RMS in infants
treated during the period were included. Median age at initial diagnosis was 6.7 (range 0.23-11.9) months. The tumor was
detected prenatally at 32 and 33 weeks of gestation in 2 (15%) patients. The age of these patients was < 1 month in 2 of
13 patients. Tumor size was <5 cm in 8 (61,5%) of 13 patients. Median volume tumor was 24 (range 0.001-150) ml. The primary
site was head and neck (n = 4; 31.5%), pelvis (n = 3; 23%), extremities (n = 3; 23%), genitourinary system (n = 2; 15%), other
(n = 1; 7.5%). IRS stage distribution was stage Ill in 12 (92.5%) patients, stage IV — 1 (7.5%). Regional nodal metastasis (N1)
occurred in 1 (7.5%) patient with tumor of the head and neck nonparameningeal. Distant metastasis occurred in 1 (7.5%) patient
and the site of spread was subcutaneous fat (blueberry muffin syndrome), pleura, roots of both lungs, pancreas, bone marrow.
Histology of these infants was RMA (n = 6; 46%), RME (n = 6; 46%) and spindle-cell RMS (n = 1; 7.5%). The FOX0I-fusion positive
status was found in 4/6 patients RMA by fluorescence in situ hybridization (FISH). 11/13 (85%) patients were categorized as
high risk, 1/13 (7.5%) as very high risk, 1/13 (7.5%) — treatment for stage IV patients with metastatic disease. All patients
(n = 13; 100%) received chemotherapy according to CWS guidance 2009 protocol. All patients were administered at a reduced
dose according to body weight. The distribution of treatment regimens was as follows: 11/13 (85%) — IVA, 1/13 (7.5%) -
IVADO, 1/13 (7.5%) — CEVAIE. 3/13 patients aged less than 1 month was administered chemotherapy according to VAC. Initial
surgery included biopsy in 8/13, surgery — 5/13 (R2 — resection). Local control was provided in 11/13 (85%) patients: only
surgery in 7/13 (54%) patients, only radiotherapy in 1/13 (7.5%), radiotherapy and surgery 1/13 (7.5%), only brachytherapy
1/13 (7.5%), brachytherapy and surgery in 1/13 (7.5%). 2/13 patients were not local control: one patient with favorable site
(vagina) and one patient with stage IV that showed complete response after chemotherapy in both cases. Radiotherapy including
brachytherapy was administered of the all patients at the over 1 year. Radiotherapy was used in 2 of 13 patients (dose range
50.4 Gy and 51.2 Gy), brachytherapy — 36 Gy. At the start of the radiotherapy the age was 21.1 and 13.37 months, brachytherapy —
12,4 and 14,5 months. Second-look surgery was performed in 9/13 (69%) patients: RO (n = 7), R1 (n= 1), R2 (n = 1). 2/9 patients
were performed mutilating surgery: orbital exenteration and cystectomy. Induction therapy was completed in 12 (92.5%) of
13 patients. Median follow-up time was 42.7 (range 3.7-90) months. 8 patients were alive, 5 died. 8/13 patients whom alive
were observation: 6/8 patients no relapse/progressive, 2/8 patients — remission after local relapse and progression. 3-year
overall survival was 68,4% (95% confidence interval 42,6-94,1. 3-year event-free survival was 46,2% (95% confidence interval
19,1-73,3). Patients aged less than 1 year are particularly problematic. The relatively low event-free survival rate in this age
group is associated with the impossibility of carrying out the entire volume of multimodal therapy and required a tailored
therapeutic approach.
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abnomuocapkoma (PMC) — Haubonee vacTas
capkoMa Msarkux TkaHei (CMT) B nepsble aga
pnecatuneTvsa xu3Hn. PMC pepko BcTpeuyaetcs
y DeTei NepBOro rofia }M3HW B CPaBHEHUW C LpYruMu
BO3pacTHbiMM rpynnamu. B 5-10% cnyuyaes PMC
OMarHoCcTUpyeTca y AeTell NepBOro rofa KU3HU W B
0,4—-2% cnyyaeB MOXET UMETb BPOKOEHHbIA XapakTep
[1-4]. Tepanwvs nauMeHTOB NepPBOro roaa $KMU3Hu, CTpapa-
toLumx PMC, oTnnyaeTcs OT neyeHnst Apyrux BO3pacTHbIX
rpynn v TpebyeT MOAMMUKALMIA, CBA3AHHBIX C BBICOKUMM
PUCKaMU PasBUTUS OCTPbIX M OTAANEHHbIX NMOCMELCTBUNA
XUMWO- U NyyeBoi Tepanuu. MiccnenoBaHus MexpyHa-
POAHbIX KOOMEPMPOBAHHbLIX TPYNMn MPOAEMOHCTPUPO-
BaSIM HeraTMBHOe BMUsHWe BO3pacTa mMnadlle 1 ropa Ha
nporHos sabonesaHus [4—7]. Tak, no naHHbIM HeMeLkoii
rpynnsl no usydennio CMT, 5-neTHas obwas (0B) u
BeccobbituitHas (BCB) BbIKMBAEMOCTb AMS NALMEHTOB
C NOKanusoBaHHbIMK CTagusaMK cocTasnseT 69% v 51%
COOTBETCTBEHHO [5].
YunTbiBasi TMTepaTypHble AaHHble, Mbl MPOAHanNM3un-
poBanu coBCTBEHHbLIN OMbIT JIEYEHUS [AHHON KOropThl
6obHbIX. B HacTosieN cTaTbe NpencTaBfieHbl pe3ynb-
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TaTbl leYeHNss NaLMEeHTOB MEPBOro rofa Ku3Hu, cTpa-
pawowmx PMC, nonyuyaBlnx neyeHne no npoTokony
HeMeukoro obLiecTBa LETCKUX reMaTosloroB/oHKO-
noroe CWS guidance, Bepcus 2009 B ycnosuax ®IbY
«HMUL OO um. Omutpus PoraveBa» MuH3ppaBa
Poccum.

MATEPWAIbI U METO[1bl CCINEAOBAHUA

[aHHoe uccnepoBaHve ofobpeHO HE3aBUCUMMbIM
3TUYECKUM KOMWUTETOM W YTBEPKAEHO PELUEHUEM
yyeHoro coseta ®IbY «HMUL OMON uM. Omutpus
Porauesa» MuHsppaBsa Poccuu. 3a nepuop ¢ deBpans
2012 r. no mait 2018 r. (75 Mec) B oTAENEHWUM KNUHUYE-
ckon oHkomorun HMUL OO umM. ImMutpusa Poravesa
nonyunnu neyenne 117 naumeHToB, cTpagaiowmx PMC.
KpuTepusiMu BKMIOYEHUS B HACTOSILLIEE UCCIefoBaHne
SBNANNCH. BO3pacT MeHee 12 mecsAueB, rucTofiorun-
Yyecku BepuduLMpoBaHHbIA anarHo3 PMC, nporpaMMHas
Tepanus no npotokony CWS guidance, sepcws 2009 [2].
B nccneposaHue bbinu BrntoyeHbl 13 (11%) naumeHTos
MepBOro rofa M3HU C FUCTOSIOMMYECKM Bepudnumpo-
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BaHHbIM AuMarHo3oM PMC, monyyaBLUMX NPOrpaMMHyIo
Tepanwuio. Bce naumeHTbl Bbinv obcnenoBaHbl M cTpaTh-
dhMLMpOBaHbI COrMacHo CTaHAapTaM NPOTOKONA NeYeHus
CMT CWS guidance, sepcus 2009 [2].

Mpn MHMUManbHOM fuarHocTuke nposonunu cbop
aHaMHEeCTUYECKNX BaHHbIX, KIMHMYeckoe obcnepo-
BaHue, nabopaTopHble, MHCTPYMeHTanbHble, Mose-
KynsipHo-buonormyeckne MeTodbl MCCENOBaHUSA,
rMCTONOrMYEeCKoe UCCNefoBaHue, LUTOMOrnYeckoe
nccnenosaHne KOCTHOro Mosra. 0bbem peHTreHonorun-
YECKUX U MHCTPYMEHTasbHbIX METO0B UCCIEA0BaHUA
BKJITIOYAN pPeHTreHorpachmio opraHoB rpyLHOM KIETKM,
MarHWTHO-pe3oHaHcHy ToMorpaduio (MPT) nopa-
MEHHOM 06nacTun, KoMnbloTepHylo ToMorpaduio (KT)
OpraHoB FPyaHON KMETKM U BpIOLLIHON NOMOCTH, OCTeoC-
uMHTMrpaduio ¢ budbocgoHaTamm, MedeHHbIMM ’mTc.
MccnenoBaHnsa NpoBOAVNY B LIENSAX ONPEAEneHns aHaTo-
MWYECKOM JIOKanmu3auuy OMyxosin, ee MHULMAMNbHbIX
pa3MepoB, B3aMMOCBS3W C OKPYXaloLWMUMKU OpraHamm u
TKaHAMU M UCKITIOYEHUS] METACTaTUYECKOIO MOPasKEHMS
OPYrux OpraHoB M CUCTeM. Y/IbTpPa3BYyKOBble MeTOLbl
nccnenosanus (Y3M), Takue Kak Y3 cepaua, roroBHoro
MO3ra, NMO3BOMIANYM BbISBUTb COMYTCTBYIOLLYIO NMaTONOrMio
ueHTpanbHoi HepsHoit (LULHC) v cepmeuHo-cocyam-
CTOM CUCTEM, NPOBEAEHNE BbI3BAHHbIX CITYXOBbIX W
3pUTeNbHbIX MOTEHLMANIOB MO3BOJIAMO ONpPefennTb
OYHKLMIO CIIYXOBOr0 WM 3pUTENBHOrO aHanusaTopa
npv NoKanusaummn onyxonu B 061acTu rofosbl U LLEN.
KOCTHOMO3roBble MYHKLMM MPOBOAMIINCH M3 YeTbIpex
TOYeK, vallle Bcero 3to bbinm anudms bonbluebepLioBbIx
KOCTeW M NATOYHbIE KOCTU, B PEAKMX CIlyyasix — rpebHu
MOAB3AOLWHbIX KOCTeNn. CMMHHOMO3rOBYIO MYHKLUMIO
C nocrnepyioLMM LUTOMOTMYECKUM UCCIIEAOBaHNEM
MMKBOPA BbINOSTHANM NPWU HANUYUKU MHTPAKPaHWaNbHOro
pacnpoCTPaHEHWS OMYXOmM.

MpoBoamnmachk oueHKa MHUUManbHOro obbema
onepaumu Mo CrepyioLmMM KputepusaM: buoncusi, pagu-
KanbHoe yaaneHue onyxonu B obbeme RO-pesekuum
(MMKPOCKOMMYECKM HeraTUBHble Kpas pesekumu),
yoaneHue onyxonu B o6beMe R1-pesekuun (Makpo-
CKOMWYECKN YAANeHHas OMnyXoflb C FMCTONOrMYECKM
NOATBEPKAEHHLIMU NO3UTUBHLIMU KpasiMu), R2-pesekums
(HepagvKanbHoe yaaneHue omyxosi C MakpOCKOMUYECKH
OCTaTOYHOW OMyX0sbio). MHWUUMasbHBIR 06beM onepaLmm
B LENAX BepuduKaumm guarHosa Bkmwyan buoncuio
Onyxosn. Y 4acTi NaLMEeHTOB C MHULMAMbHLIM Onepa-
TMBHbIM 3TanoM B CTaLUMOHApe pernoHa npoXvBaHUS
nposefneHa nonbiTka ynanewua onyxonu (R1/R2-pe-
3eKums).

[varHos yctaHaBnMBancs Ha OCHOBaHWM rMCTONO-
FMYECKOro MCCIeQ0BaHUA TKaHW NepBUYHOA onyxonu. Y
nauneHToB ¢ anbseonspHoi PMC nposogunack oueHka
peapaHunpoBok reHa FOX01 meTonoM dhryopecLeHTHON
rbpuamsaumm in situ (fluorescence in situ hybridization,
FISH).

[Ona cTpatudhmkaumm naumMeHToB Ha rpynmnbl pUcka
Mcnonb3oBanucb Kputepun Eeponenckon rpynmnbl no
onTuMusaumm nedeHuss CMT y peteit (European Pediatric
Soft Tissue Sarcoma Study Group, EPSSG) u HemeLikoit
rpynnbl no neuvennio CMT y peteit (Cooperative
Weichteilsarkom Study, CWS) HeMeukoro o6uie-
CTBa [ETCKMUX OHKOMOroe u rematonoros (Group for
Pediatric Oncology and Hematology, GPOH) [2]. CTpa-
TMdMKaLUmMA NaLMeHTOB Ha rpynnbl pUcka NpoBoaunach
COrMacHO NPOTOKOY NEYEHWS!, YUMTbIBaA rMCTONOrnye-
ckui Tn PMC, nokanusauumio, nH1LmManbHble pasMmepsl
OnyXonu, BO3pacT Ha MOMEHT MOCTaHOBKM AMarHosa,
NMOCTXMPYPrUYECKYI0 CTafuio cornacHo Intergroup
Rhabdomyosarcoma Study (IRS), Hannumne oTnaneHHbIx
METacTa30B W NMOpasKeHUs permoHapHbIX NMMAIaTUYECKMX
yanos [2]. Kputepuu cTpatudmkaumm 6binm noapobHo
onucaHbl paHee [8, 9].

CvcTEMHas XMMUOTepanus NPoBoaMIach BCEM Mauu-
€HTaM COrnacHo rpynne pucka B obbeme 9 KypcoB nosm-
xummnoTtepanum (MXT). CxeMbl XMMUOTEpanumM NoapobHO
npencrasneHsl B pabote T.B. Cepreesoit ¢ coasr. (2018)
[8]. PacueT nos Bcex XMMuOMNpenapaToB NPoBOAMIICS Ha
KunorpamMm Maccol Tena peberka (tabrmya 1). Maum-
eHTbl B BO3pacTe Mnapwe 3 Mecaues nony4vanu MNXT
no cxeMe VAC (BUHKPUCTWH, aKTUHOMULMH, LMKNodoc-
chamua). MepBblit Kypc NPOBOAMIICA C pesyKuMeit [o3
xvMunonpenapatoB Ha 30%, panee npu yooBneTBOpu-
TenbHOM nepeHocuMocTy Kypcebl NMXT npogonskanuck bes
OOMOJSTHUTENBHOW pesyKum.

Mocne 3 kypcos [NXT BbINoONHANACL OLEHKa OTBETA
Ha NPOBEAEHHYI0 Tepanuio W onpefensanacb TakTuKa
NOKanbHOro KoHTposs. MoBTOpHOE MHCTPYMEHTaNbHOE
uccnenosanue (KT unm MPT) nosBonano OuUeHWUTb
06beM COKpaLLeHWs OMyX0s1, B3aUMOCBA3b C OKPYKalo-
UMMM OpraHamm v TKaHsMU. [oBTOPHbIE MCCERoBaHMS
B 0bbeMe KT opraHoB rpyaHON KIMETKU M BpioLLHOM
MOSI0CTW, KOCTHOMO3IOBbIX MYHKLUWIA U3 YeTbipex ToYeK
NPOBOAMIIUCE Y MaLMEHTOB C BbISIBIEHHbIMM MeTacTa-
TUYECKMMM OYaraMy Ha MHULMANbHOM 3Tane B Lensx
OLIeHKM IMHAMVKM CO CTOPOHbI MeTacTaTUYeCKMX 04aroB
¥ NOATBEPKAEHNS MX CaHaLUMN.

TaKTUKa NoKanbHOro KOHTPOSs onpefensnach CoBo-
KYMHOCTbIO (DaKTOPOB, BKITIOYAIOLLIMX BO3PAcT HA MOMEHT
MOCTaHOBKM iMarHo3a M Ha MOMEHT NPOBEAEHWS NTOKab-
HOFO KOHTPOSS, TMCTONOrMYECKUIA TUM OMYXOSn, 06bEM
MHULMaNbHOMO ONEPaTUBHOIO BMELLATENbCTBA, OTBET Ha
NPOBELEHHYIO TEpPaNWIO, JIOKaNM3aLmio OnyXosu, CTeneHb
COXPaHeHUs1 OYHKLMM NMOPAKEHHOIO OpraHa, peseKkTa-
6enbHocTb 0bpa3oBaHus Be3 Kanevalumx nocnencTsum.
B 6onblimnHCTBE criyyaes npeanoyTeHne oTAaBanoch
onepaTuBHOMY 3Tany neyeHusa. 06beM OTCpOYEHHOM
ornepauuu OLeHUBancs No NPUBEAEHHLIM BbilLe KpuUTe-
puam (RO/R1/R2).

JlyueBasi Tepanus nposoamnach B f03ax, NPeyCcMo-
TPEHHbIX MPOTOKOMOM MeYEHUs Y NaUneHTOB cTapLue
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1 rofa npu HEBO3MOMHOCTU PaAMKarbHOro yparneHus
onyxonu. OKoHuaTenbHoOe peLleHne 0b obbeMe u MeTope
NOKanbHOro KOHTPOSIA MPUHUMANOCh Ha MEXAMCLMNIIN-
HapHbIX KOHGEPEHUMAX C yYacTUEM Bpayven — OEeTCKUX
OHKOJIOr0B, Ny4YeBbIX TEPaNeBTOB, PEHTFEHOMOr0B M
LETCKUX XV1PYProB.

[ns xpaHeHWs QaHHbIX U NPOBEAEHWUS MEPBUYHON
0bpaboTku ncnonb3osanack 6asa faHHLIX B NporpamMme
Excel Microsoft Office 2010. CtatucTuyeckunin aHanums
BbINOMAHANCA Npu noMowum nporpammbl XLSTAT. Ona
OMUCaHWUA KONMYECTBEHHbIX AAHHbLIX WCMONb30Ba-
nmMcb abCcomioTHbIe 3HAYeHWA MPU3HAKa M MPOLEHTHI,
LN ONMUCaHWA KONMUYECTBEHHbIX HEMpepbIBHbIX
LOaHHbIX — MejuaHa U cpefHee apudMeTuyeckoe
3HauyeHune. [INs OUEHKM BbIXKMBAEMOCTWU WMCMOMb30-
Banca Meton KannaHa—Maiepa. [nA cpaBHeHus
KpUBbIX — HemapameTpuueckuir log-rank-kputepuii.
CTaTUCTUMYECKM 3HAYMMBIMU CUNTANNCH Pa3NMUUS Mpu
p < 0,05 (uBycTOpPOHHUIA TECT).

OueHKa BbIXXMBAEMOCTW NMPOBOAMIIACH MO COCTOSHUIO
Ha 01.02.2020. OB oueHuBanach Kak Bpems, npoLlefliee
C MOMEeHTa NocTaHoBKK amarHo3a PMC go cMepTtv naum-
€HTa OT NIoBbIX MPUYMH UK [0 NOCenHero HabnoaeHns 3a
6onbHbIM. BCB — Kak BpeMsi, NpoLLefLLee C MOMEHTa NocTa-
HOBKM AnarHosa PMC po HebnaronpusaTHoro cobbimus, nog
KOTOPbIM MOHMMaNMCh Nporpeccus, peunaums (B cnydae
LOCTUSKEHMS MOJHOMO OTBETa), pa3BuTIE BTOPUUHON 3r10Ka-
YeCTBEHHON OMyX0/M, CMepTb OT MOBON NPUYKHBI, UK
AaTbl nocrnepHero HabnopeHns 3a nNauneHToM.

Tabnuua 1

Ha MOMeHT npoBefeHusa nccnenoBaHns BCce aBTopbI
HacTosLLen nybnvkaumm aBRAIMcb coTpyaHukamun ®IrbY
«HMULU OO wum. mutpua Porauesa» MuH3ppasa
Poccun.

PE3YJbTATbI MCCINENOBAHUA

B uccnepnosanne Bownu 13 nauneHTOB nNepBoro
roga »wusHu, ctpagalowmx PMC. MennaHa Bo3pacTa Ha
MOMEHT MOCTaHOBKM AMarHosa cocTasuna 6,7 (pasbpoc
0,23-11,9) Mecsua. Y 2 (15%) naumeHToB ornyXorsb BbisiB-
NeHa npeHaTtasnbHo Ha 32-11 u 33-1 Hepensix rectauuu. Y
2 (15%) 6osbHbIX AUarHo3 YCTaHOBIEH B NepBblii MecAL
}M3HW. COOTHOLLIEHNE MasIbUMKW LEBOYKM COCTaBUIIO
1,1:1.

[eTanbHas XapaKTepuCcTWKa rpynnbl NaLMeHTOB C
y4yeToM nona, Bo3pacTa, rucronormyeckoro tuna PMC,
noKanu3aumun NepBUYHON ONYXOMK, Kraccudmkaumm no
cucteMe TNM, knuHuyeckown rpynnel no IRS, obbema
NEePBUYHOM OMYXOSK, MHULUManbHOW U second-look-one-
pauuii U NOKanbHOro KOHTPOSA, CyMMapHON 04YaroBou
nosbl (COO) amcTaHuMoHHOW nyuesoi Tepanuu (OJTT) v
Bpaxutepanuu, nepvona HabnwoaeHus, ncxopa 3abone-
BaHWs NpeAcTaBneHa B Tabrmue 2.

Pacnpegenexnve no nokanusauuum NepBUYHOM
onyxosnu: obnactb ronossl 1 weu (n = 4; 31,5%), B ToM
uncne HenapaMeHuHreansHo (n = 2; 50%), napame-
HuHreanbHo (n = 1; 25%), opbuta (n = 1; 25%), Manblit
1a3 (n = 3; 23%), koHeuHocTu (n = 3; 23%), Moyeno-

PenyKuusi 103 XMMUONPenapaToB B 3aBUCMMOCTH OT BO3PAcTa Yy NalMeHTOB NepBOro rofa KuaHu, CorfiacHo peko-

MeHpaumaM npoTtokona CWS [2]
Table 1

Chemotherapy dose reduction based on the age for patients in the first year of life, according to the CWS protocol [2]

BospacT, Mecsiubl
Age, months

Mpenapatbl u pacuet po3 MXT
Chemotherapy drugs and dose calculations

Kypcbi MXT
Polychemotherapy courses

0-3 1. PacueT 003 Ha 1 Kr Macchl Tefla ¢ UX A0MOSHUTENbHOM pepyKumeit Ha 1/3
2. Pacuet no3bl Lukiochocamuaa Ha 1 kr Maccsl Tena B fose 20 Mr/kr

VA vnu VAC
VA or VAC

6€e3 fOMOMHUTENbHON PeayKLUnn
3. icbochamup He BBOaMTCA

4. AHTpaUMKNHBI He BBOAATCS

1. Doses are calculated by body weight, additional 1/3 dose reduction
2. Cyclophosphamide is calculated by body weight, at a dose of 20 mg/kg,
without any additional reduction
3. Ifosfamide is not administered
4. Anthracyclines are not administered

>3-<6

1. PacueT 103 Ha 1 Kr Macchl Tena ¢ WX [OMOSHUATENbHOW PefyKLmei
Ha 1/3 B nepsoM kypce MXT
2. Mpy ynoBNETBOPUTENbHOM NEPEHOCUMOCTY MOCEAYIOLLME KypCbl

VA, IVA nnun VAIA
(B 3aBMCMMOCTY OT rpynnbl pucka)
VA, IVA or VAIA (depending on risk group)

npoBoasTcs 6e3 penyKuum 103
1. Doses are calculated by body weight, additional 1/3 dose reduction during
the first course of chemotherapy
2. If well tolerated, no further reduction is required

> 6 —< 12 (um Bec < 10 kr)
> 6 —< 12 (or weight < 10 kg)

1. Pacyet no3 Ha 1 Kr Macchbl Tena
2. [lononHuTenbHas pepykumns Ha 1/3 He npoBoauTCs
1. Doses are calculated by body weight

VA, IVA nnn VAIA
(B 3aBMCUMOCTM OT rpynnbl pycKa)
VA, IVA or VAIA (depending on risk group)

2. No additional 1/3 dose reduction

> 12 (n Bec > 10 kr)
> 12 (and weight > 10 kg)

1. PacyeT 003 B COOTBETCTBUM C miioLlagbio Tena (Ha 1 M?)
2. [lononHuTesbHas peaykums Ha 1/3 He mposoauTcs
3. B cnyuae Bo3pacTta > 12 mecsues, Ho npu Bece MeHee 10 Kr pacuet

VA, IVA nnu VAIA

(B 3aBMCMMOCTY OT rpynnbl pucka)
VA, IVA or VAIA (depending on risk group)

103 NXT npoBoautcs Ha 1 Kr Macchl Tena
1. Doses are calculated by body surface area, m?
2. No additional 1/3 dose reduction
3. In patients > 12 months, but < 10 kg, doses are calculated

by body weight

Mpumeyanne. Kypc VAC — BUHKpUCTUH, akTuHoMuumnH D, unknogocghamma, Kypc VA — BUHKPUCTUH, akTuHoMuumnH D, Kypc IVA — BUHKPUCTUH, akTuHOMULMH D,

nepocchamua; kypc VAIA — BUHKpUCTUH, aktuHomuumH D, nghocchamma, nokcopybuLimH
Note. VAC course — vincristine, actinomycin D, cyclophosphamide; VA course — vincristine, actinomycin D; IVA course — vincristine, actinomycin D, ifosamide; VAIA course — vincristine,

actinomycin D, ifosfamide, doxorubicin
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Tabnuua 2
XapaKTepVICTVIKa NnaunMeHToB, BowegLlnx B UccrnepgoBaHne

Table 2
The characteristics of patients included in the study
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1 okt 023 FOXOI+ roanewo) T2ONIMO Il 150 BUonoMa  Siy . for s RO o HepoCTa- 3,73
Female Alveolar Head/ V?lcvgdZ[cyé:(lﬁ/s Surgery Doath
RMS neck 0 a o dtil,
FOX01+  (parame- reduction) + RO multiorgan
ningeal) failure
RO
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Mysk- HanbHas yeBoWt Eronens VA N9 + RO Onepa-  crartakTo- Het Bes co-
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Female Embryonal Trunk 6 cycles of Surgery Alive,
RMS second-line event-free
therapy + RO
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Mysk- HanbHas Mag:m Ene VAC Ne9 + RO Onepa- Het 6e3 co-
4 ckom 96 PMC T8 T2bNOMO Il 68  PETTCH 9 cycles uva RO I bbua 75,2
Male Embryonal ot of VAC + RO Surgery Alive,
RMS P event-free
lonosa/
AnbBeo- wes 51,2 CMepTb,
et g | e IVANe9 + LT [T (13.3)  nokarb-
5 ckaii 67 FOXO1+ reamuo) T2aNOMO Il 11,4 Buonoua - 9cyclesof - External - Her  mecaua Hbiipe- 445
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RMS radiation therapy radiation o De[atf;, lo-
FOXO1+ therapy months  cal relapse
AnbBeo- RO
” nApHas T (aKk3eH- 6>KVIB,
eH- PMC 09 + nepa-  tepauusi e3 Co-
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Female Alﬁﬁ%ar surgery Surgery Rg [exen—f Alivi.
teration o event-free
FOX01- the orbit)
3Mbpwo- - IVA Ne10 + _ 36 us,
My~ HarnbHas M?g;"” Bpaxutepanua lepzmm Het (12,4)  6es co-
8 ckoit 6,03 PMC T2bNOMO Il 149 R2 10 cycles of [PEIE mecaues  6otua 43,1
Mal Lesser Brachy No )
ale Embryonal pelvis IVA + therapy 36 (12.4) Alive,
RMS brachytherapy months  event-free
IVA Ne3 +
nporpeccus +
BTOpast IMHUSA
Nob +
RO + 6paxute-  Onepa- _
3MBpuo- panus + ums + 36 ():Klga n%_
Men- HanbHas Buoncns  METPOHOMHas Bpaxu- (14,5) e 0y
9 ckun 8,63  PMC |q8%  T2bNOMO Il 53 o Tepanus Tepanust RO vecsues [PECCMM 427
Female Embryonal —poivig 3 cycles of |Vﬁ+ Surgery + 36 (14.5) ‘;/o e
RMS progression brachy- months ~ P"%9
6 cycles of rEr sion
second-line Py

therapy + RO +
brachytherapy +
metronomic
therapy
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1 2 3 4 5 6 7 8 9 10 11 12 13 14 15
3Mbpwo- Kus,
Ken- HanbHaa  Bnara- 6es co-
10 cwit 56  PMC  mwwe TlaNOMo Il 00001 R2 VAN 2 2 Het — “ootwa 39
; cycles of IVA No No No
Female Embryonal ~ Vagina Alive,
RMS event-free
VAC N3 + %gﬁﬁ;‘;
AfbBEO- CEVAIE Ne6 + W307Mpo-
M nAapHas K r:_i;g?;?w&ﬂ BaHHbIN
VK- PMC OHey- 4 eLmonB
11 croh 15 FOX0I- Hocte TZDNOM1 IV 24  BMOMCHA  “Scpclesor  Her  Her  Her  POUME 554
Male Alveolar  Extremity Biopsy  VAC + 6 cycles No No No %uth
f CEVAIE + eatn,
RMS ° earl
_ 6 cycles of ) y
Ao metronomic r-lestggastg?n
therapy the CNS
Xus,
Bepere- pgﬂﬁgso
My HOKIe- KoHey- IVA Ne9 + RO Onepa- JIoKarnb-
12 crom 11,6 TOMHAA  Coer TOBNOMO Il 61 BMOmCMA ol A RO Her orope- 283
A PMC - BLRS f IVA + RO o #
ale Sripie Extremity 0 Surgery umamBa
cell RMS Alive, after
early local
relapse
IVA Ne3 + npo-
rpeccyis + BTO-
pas mHus No2 +
r nporpeccust + CmepTs,
onosa/ TPETbS NUHKA nporpec-
Anbgeo- e No6 +R2 + cus Ha
nsapHas [napa-_ METPOHOMHas 1-i v 2-i
Mysk- pPMC ~ MeHMH” Tepanus Onepa- Her NIHUN
13 ckoit 3,5 Foxo1+ "€ab™  T2aNOMO Il 9 R2 3 cycles of IVA + umsi R2 No Tepanum 20,8
Male Alveolar HHOEV pEogre'fsionf+ Surgery Death,
RMS £ cycles o progres-
FOX01+ ( neck second-line S|clmt durlc?g
[Pl therapy + *t -an
ningeal) progression + 6 2M-line
cycles of third- therapy

nosas cucteMa (n = 2; 15%), tynosuwe (n = 1; 7,5%).
Mpw aHanuse pa3mMepoB MNEPBUYHON OMYXONM HA MOMEHT
NOCTaHOBKM AnarHosa y 8 (61,5%) u3 13 6onbHbIX OHa
Bbina bonee 5 cM. MeanaHa obbemMa NepBUYHON OMYXOMU
cocTasuna 24 (pasbpoc 0,001-150) cm3. Y 12/13
(92,5%) nauMeHTOB OTCYTCTBOBASIM OTAANIEHHbIE MeTa-
CTa3bl HA MOMEHT MOCTaHOBKK AuarHosa. Y 1 6onbHoro
OTMEUEHO MOPaMEHWE MOLKOKHO-KUPOBOMN KIeTUaTKu
(NXKK), nnespbl, KOpHe 060MX NErKMX, MOAMKENYNOUHOM
ENesbl, KOCTHOO MO3ra. KNuHMYeckn KapTuHa MeTa-
ctasoB B KK y aToro nauueHTa c anbBeonsipHoi PMC
COOTBETCTBOBANA KOXHOMY CUHLPOMY <«YEePHUYHOMO
nupora>» (blueberry muffin syndrome) [10]. Mopasexwe
PEermoHapHbIX NIMMaTUUYECKMX Y308 oTMeueHo y 1/13
(7,5%) 6onbHOrO C NoKanuaaumeit NepBMUYHON OMyXosu
B 06/1aCTM ronosbl 1 LWew.

B uensax sepudpmMkauuu puarHosa npoBefeHa
Buoncua obpasosaHusa y 8/13 (61,5%) nauneHTos,
MOMbITKa XMPYPruyeckoro ynanexus onyxonu —y 5/13
(38,5%) (pucyHrn 1 m 2).

Bcem nauuenTtam (100%) aguarHos 6bin ycTa-
HOBMEH Ha OCHOBAHUWU TUCTONOTMYECKOrO UCCre-
0OBaHUsA TKaHu onyxonu. [pu pacnpepenexHuu
MO TWUCTONIOFMYECKUM MNOLTUNAM BbIABMEHO,
yTo aMmbpuoHanbHas PMC puarHocTupoBaHa y
6/13 (46%) nauneHToB, anbBeonspHas PMC -
y 6/13 (46%), y 1/13 (7,5%) GonbHOro — BepeTeHoKe-
TouHas PMC. Y 4/6 (66,6%) nauMeHTOB C anbBeOonspHOi
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line therapy +
R2 + metronomic
therapy

PucyHok 1

MP-kapTuHa BPOKAEHHOW OMyX0SIM MOYEBOMO My3bIps

naumneHTa No2, y koToporo B gebiote 3abonesaHus oT-
MEUeHO pa3BUTME OCTPOWN NMOYEYHOW HEROCTATOYHOCTM
BBWAY ODCTPYKLMM OMyXOSbio MOYEBBIBOAALLMX MyTEM

Figure 1

An MRI pattern of the congenital tumor of the urinary bladder
in patient No.2, who developed acute renal failure at disease
onset due to urinary tract obstruction caused by the tumor

PMC BbisiBneHa nepectpoika reHa FOXO01 npu uuto-
reHETUYECKOM UCCNENO0BaHUM TKaHW OMyXofvM METOAOM
FISH.

PacnpepeneHne no KAMHWMYECKUM rpynnam
COrflacHoO NocTonepaLmnoHHo knaccudgmkaumm IRS 6bino
cnepytowmmM: Il (n = 12; 92,5%), IV (n = 1; 7,5%). Bcem
60/1bHbIM NpoOBefeHa XMMUOTEPANUs B MOTHOM 0bbeme
(9 kypcoB) B cooTBeTCTBMM C rpynnoi pucka: 11/13
(85%) naumMeHTOB Mosyyany Tepanuio B paMKax rpynnbi
BbICOKOrO pucka (cxeMa IVA, B 2 criyuasx TpeboBanacb
MoaudhuKaums Tepanuu ¢ 0TKa3oM oT udocdamuaa
UNK ero 3ameHoi Ha umknodocdamua), 1/13 (7,5%)
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PucyHok 2

MP-kapTuHa nauueHTa No2 nocne 3aBepLUeHUsi Mpo-
rpaMMHoOM Tepanuu, BKklovaiowwen 9 kypcos MXT u
LIMCTNPOCTaTIKTOMMIO

Figure 2

MRI scans of patient No.2 after the completion of treatment
which included 9 courses of polychemotherapy and cyst-
prostatectomy

— rpynnbl o4YeHb BbICOKOro pucka (cxema IVADO), 1/13
(7,5%) npoBepneHo neyeHve ans rpynmnbl ¢ MHALMANDL-
HbIMW MeTacTa3amu C nocnefytwLllen MeTPOHOMHOM
Tepanuein (cxema CEVAIE). ¥ 3/13 (23%) GornbHbix B
BO3pacTe MnapaLe 3 Mecsaues UHMLMasbHble Kypcebl MXT
nposoaunuch no cxeme VAC.

NokanbHblit KOHTponb nposepeH 11/13 (85%)
naumeHTaM, BKIIIoYas TOSIbKO XMPYPruyeckoe feyeHune
y 7/13 (54%) 6onbHbIX, Tonbko ONT —y 1/13 (7,5%),
KOMBUHMpoBaHHOe neueHue (onepauma u ONT) — y
1/13 (7,5%). B ycrosmsax YHUBEPCUTETCKOW KITMHUKM
TiobuHrena (FepMaHus; pykoBoauTenb neauatpuye-
CKOIl XMUpypruyeckoit cnysbul npod. M. dyke) 2/13
(15%) BonbHbIM NpoBeaeHa BHyTpUTKaHeBas bpaxuTe-
panusi, y 1 — B COYETaHWM C XUPYPrUYECKUM BMeLLa-
TenbCTBOM. JTOKarbHbIA KOHTPOMb He nposoauncsa 2/13
(15%) naumenTaM. B nepsoM criyuae 6onbHOMY ¢ braro-
NPUATHON NOKanuaaLwueit nepemuHoin onyxonu (enara-
nvuLe) ¢ nosfiHbIM 0TBETOM Ha mnposefeHHyio MXT, Bo
BTOPOM — MaLMEHTY C OUCCEMUHMPOBAHHON DOPMON
3aboneBaHus (MHOMECTBEHHbIE MOAKOMKHbIE MeTacTasbl
(blueberry muffin syndrome) B nebiote 3abonesaHus)
n3-3a oTCyTCTBUA cybcTpaTa NEPBUMYHON ONYXONU U
MONHOW CaHauuu MeTacTaTUYeCKUX 04aroB Ha PoHe
MXT.

Nyuesas Tepanua nposefneHa 4/13 (30%) 6orbHbIM,
Bkmiovas ONT (n = 2) v 6paxutepanuio (n = 2). Mauu-
eHTbl, noasepriwmecs ANT, Bknwovyanu peberka ¢ PMC
KoHeuHocTK (COQ 50,4 Mp) n PMC napaMeHuHrearnbHoi
nokanusaumeit onyxonu (COM 51,2 Ip). [eouM naum-
eHTaM C nokanusauven onyxonu B obnactu manoro
Tasa npoBefeHa BHYTpUTKaHeBast bpaxutepanus B COJ
36 'p. CniepyeT OTMETUTb, UTO BO BCEX CIyyasix BO3pacT
Ha MOMEHT Hauyana /lyyeBoW Tepanuu bBbin cTapLue
12 mecsues. BospacT 2 nauvenTos Ha MoMeHT [J1T 6bin
paseH 21,1 n 13,37 Mecsua, Ha MOMEHT MpOBeAeHMA
Bpaxutepanumn — 12,4 n 14,5 mecsua.

Xupypruuyeckuin satan B obbeme second-look-
onepaumun nposeaeH y 9/13 (69%) nauneHToB. M3 Hux

obbeM onepauuu oueHuBancs crnegyloLwmuM obpasom:
RO-pesekuus (n = 7), R1-pesekuma (n = 1), R2-pesekuus
(n =1). Y 2/9 nauneHTOB npoBefeHbl OpraHoyHocALIMe
onepauuu: 3K3eHTepauus opbuTbl U LMCTNPOCTATIK-
Tomusi (pucyrkm 1 mn 2).

MHOyKUMOHHasA Tepanus 3aseplieHa y 12/13 (92,5%)
BonbHbIX. MennaHa HabsioLeHUs 3a }UBYLLMMM NaLMEH-
Tamu cocTasuna 42,7 (pasbpoc 3,7-90) mecsaua. Mcxon
HabnioaeHus: 8 (61,5%) naumeHTos sku.bl, 5 (38,5%) —
yMmepnu. JleTanbHbin ucxon oTMeuyeH y 1 naumeHTa B
pesynbTaTe NOMMOPraHHOW HeQoCTaToOuYHOCTH, ¥ 3 — B
pesynbTaTe peuuanBa 3aboneBaHusa, y 1 oTMeueHo
NpOrpeccMpoBaHue B NPOLECCE METPOHOMHOM Tepanuu.
CnepyeT 0TMETUTb, YTO Yy MaUMeHTa C anbBeOosNsPHON
PMC u puccemunHmpoBaHHoW chopMmoit 3abonesaHus
(knuHuKa blueberry muffin syndrome) otmeuancs
PaHHWMI M30NIMPOBaHHBIA peumamB ¢ nopaxexnnem LIHC.
Ha MoMeHT HanvcaHus HacToswwen ctatbk 8/13 (61,5%)
BOnbHbIX HAXOAATCA MOA AMHAMUYECKWUM HabriofeHneM:
6/8 be3 nporpeccun/peunamsa, 2/8 B peMuccumn nocrne
Tepanuu NoKanbHOro peLmanBa v NPorpeccumn.

TpexneTHas OB cocTasuna 68,4% (95% nosepu-
TenbHbIl uHTepean 42,6-94,1). TpexnetHsia BCB — 46,2%
(95% nosepuTenbHblit nHTepsan 19,1-73,3) (pucyHku 3
# 4). YACno NaLMeHTOB B 3TOM UCCNEefoBaHUMN He No3Bo-
MU0 NPOBECTU aHanuU3 BbIKMBAEMOCTU B PasfUYHbIX
rpynnax pucka.

OBCYXXOEHUE PE3YJIbTATOB MCCINEOBAHUA

PMC npepnctaBnsiet cobort Havbonee pacnpocTtpa-
HeHHbI BuL CMT y peTel, Ha KOTOPbIA NPUXOOMTCS
Bonee 60% cnyyaes 3abonesaHns B Nnepeoe AECATU-
netune xusHu. Yawe Bcero PMC pmarHocTtupyetcs y
peteit Mnapwe 6 net [1]. leTn nepBoro roaa Mu3sHu,
cTpapaowme PMC, TpagMUMOHHO paccMaTpMUBalOTCS Kak
NPOrHOCTUYEeCKM HebraronpuaTHas rpynna [6]. AHanus,
NPOBEAEHHbIN HECKOJIbKUMU KOOMEPUPOBaHHbIMM
nccnepnoBaTeslbCKUMU FpynnamMu, NoKasbiBaeT XyaLune
nokasatenu 6CB n OB y peTei nepBoro roga sKu3Hu
Mo CPaBHeHWIO C MauWeHTaMu cTapllero Bo3pacTa,
Bapbupys oT 42,3% v 61,7% po 57% v 76% cooTBeT-
cTBeHHO (Tabrmua 3) [3-7]. PeaynbTaTbl HaLero ucene-
[0BaHUA COMNacylTCs C NUTepaTypHbIMU AaHHBIMK.

B nuTepaType npuBOASTCH HECKONMbKO 0bbAc-
HEeHU faHHbIM pesynbTataM. Bo-nepsbix, 60MbLLUNHCTBO
KITMHMYECKUX NMPOTOKONOB no neyvenuio PMC y peteit
PEKOMEHAYIOT PeyKUMIo 003 LMTOCTAaTUYECKUX npena-
paToB y AeTEN MEPBOr0 FOAA KWU3HWU, YTO BbipaxkaeTcs B
pPeKoMeHpaUuaX No pacyeTy 403 Ha KUIOrpaMM Macchl
Tena B OT/IMYMeE OT MSIOLLaAM NOBEPXHOCTH Tena y feTew
cTaple roga u/vnu 6onee 10 Kr Macchl Tena, a Takke
BO3MOKHOMY [OMOJSTHUTENBHOMY CHUNEHMIO N03 Y OETEN
nepBbIx 3—6 MecALEB X13HU. B yacTHOCTH, aHanornyHble
peKkoMeHAaUnn Ucnonb3ylTca B MPOTOKOMax rpynmbl
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PucyHok 3

TpexneTHsas OB nauneHTOB, BKIIOYEHHBIX B UCCIeN0Ba-
HWe, cocTaeuna 68,4% (95% [oBepuTenbHbIA MHTEPBAN
42,6-94,1)

Figure 3

The 3-year OS rate for patients included in the study was
68.4% (95% confidence interval 42.6-94.1)

PucyHok 4

TpexneTtHsas BCB nauneHTOB, BKIIOYEHHBIX B UCCe-
[l0BaHuWe, cocTasuna 46,2% (95% nosepuTenbHbIi
nHTepsan 19,1-73,3)

Figure 4

The 3-year EFS rate for patients included in the study was
46.2% (95% confidence interval 19.1-73.3)
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CWS [2]. YkasaHHble 0coBeHHOCTM pacyeTa 103 LUMTO-
CTaTMKOB MOryT OKas3blBaTb HebnaronpusaTHoe BAMsHWUE
Ha OTAaneHHble pe3ynbTaThl IEYEHWS 3@ CUET MEeHbLLEN
WHTEHCUBHOCTW CUCTEMHOM TEPanum 1 MEHbLLIMX KyMyIs-
TWBHbIX 0,03 NpenapaTos.

Bo-BTOpbIX, C yueTOM Bo3pacTa NaLMeHTOB 1 NMOTEH-
LManbHO TAMKENbIX OTHANEHHbIX MOCeaCcTBUI SyYeBon
Tepanuu BOMbLUMHCTBO MCCeL0BaTeSIbCKUX TPynn He
PEKOMEHAYET ee PYTUHHOE NPYMEHEHWe Y AeTEN NepPBOro
rOLla }KU3HW, OCTaBNAA ee UCMOSIb30BaHNE KaK MHOMBUAY-
arnbHoe peLLeHne, B YaCTHOCTH, Lnsl BOMbHBIX, Y KOTOPbIX
HEBO3MOKHO foCTUYb RO-pesekumm.

CnepyeT OTMeTUTb, YTO BHE 3aBMCUMOCTM OT
BO3pacTa NauueHTa BbIBOp METOROB NOKaNbHOIO
KOHTpons y peten ¢ PMC npenctaensetcs upessbi-
YalHO CIIOXHBIM KITMHUYECKUM peLLEHWEM, OKa3sblBa-
IOLWMM 3HAUMMOe BIUSHWE Ha NporHo3 3aboneBaHus,
a TakXXe Ha 4YaCTOTy M CTeneHb BblIPa)KEHHOCTM OTAa-
MeHHbIX MOCMeACTBUMN feyeHus. Boibop mMeTopoB
nokanbHOro KoHTponsa B ycnosuax HMUL OMOU
M. OMutpusa PorayeBa oCyLLECTBMAETCH B paMkax
MYNbTUAMCLMNINMHAPHBIX KOH(PEepeHUUA ¢ yyacTueM
Bpayei — LETCKUX OHKOMOroB, PEHTIEHOMOr 0B, JTyYEBbIX
TepaneBTOB U [ETCKUX XMPYpros. [py 3TOM yumTbl-
BaeTCA He TOMbKO MOTEHUMANbHOE MOSOKUTENbHOE
BIIMSIHWE TOrO MIIM MHOIO MeTofa Ha NporHo3 3abone-
BaHWS, HO U BEPOSATHOCTb Pa3BUTUS OTAANEHHbBIX OCIIOMK-
HEHWI Y KaXXOoro KoHKpeTHoro nauueHTa. M.C. Stevens,
OLMH ¥3 pykoBoauTenen EBponewckow rpynnel no
nevenunio CMT y peteit (SIOP), B cBoelt cTaTbe noguep-
KHYN, 4TO Bpauu, ocyLlecTBAlLWMe neyeHne pebeHka
¢ PMC, nomkHbl 4eTKO OCO3HaBaTb «LEHY U3neyeHns»
M BO MHOMMX CUTyauuax, ocoOBeHHO Yy AeTel paHHero
BO3pacTa, HeobxonMMO B3BELUMBATb PUCK peuuauBa
3aboneBaHuss M MHBaANUOM3UPYIOLLMX NOCNENCTBUM
Tepanuu [11].

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM M B NeauaTpum
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LanHble rpynnbl CWS ybennTensHo nokasbiBaloT, UTo
pocTueHnne RO-pesekumy y NauMeHTOB NepBOro roga
U3HM C NokanusoBaHHbIMK chopMammn PMC sBnseTcs
onpeaensiowyM dhakTopoM, yyyLLaloWmMM noKasaTenm
BCB u OB [5]. Mpn aToM ana poctuskeHus RO-pe-
3eKuMM MoryT notpeboBaTbCs MOBTOPHbIE XMPYypryuye-
CKME BMeLLaTENbCTBa U «4YUCTble» Kpas pe3eKumun MoryT
BbITb MOSyYeHbl B XOAE OTCPOYEHHbIX XMPYPrUYECKUX
BMeLuaTenbcTs [5]. B Hawweit koropTe 6onbHbIX (n = 6),
KOTOPbIE HA MOMEHT NPOBEAEHWA aHanm3a bbinm xusbl be3s
cobbITui, B 4 cnyyasix BeinofnHeHa RO-pesekuus.

CriepyeT 0TMeTUTb, YTO paf fOKanM3auui paccma-
TpuBaeTCA Kak NporHocTuyeckn bonee bBnaronpu-
ATHbIE, 0COBEHHO Yy feTei NepBoro roaa KusHu. [laHHble
0coBeHHOCTM HeobXxoAMMO yuuTbIBaTb NPW MaHWpo-
BaHWM TepaneBTUYECKMX BMeLLaTenbCTB. Tak, npn PMC ¢
MOPasKeHWEeM BriaranvLLa y [EBOYEK MEPBOr0 rofa X1sHu
B Cryyae JOCTUKeHuA nonHoro oteeta Ha [MXT gony-
CTUMbIM SIBMISIETCA OTKa3 Kak OT Kaneyvaluux onepauui,
Tak U OT XMPYPruYecKoro BMeLlaTeNlbcTBa B LEMOM, a
TaKe 0TKa3s OT NpoBeAeHus nyuyesoit Tepanuum [12]. B
HaLleW koropTe BonbHbIX faHHas TakTuKa bbina BoibpaHa
Yy EOMHCTBEHHOr0 pebeHKa C yKa3aHHOW fokanuaaunei
OMyXoJ1eBOro mpoLecca, Npy 3ToM Nepvoa HabmoaeHus
3a MauueHToM cocTasun 39 mec.

HeobxonnMmMo nogyepKkHyTb, YTO HEMELKKUMU aBTo-
pamu BrepBble MOKa3aHo, YTO MpoBefeHue fyYeBon
Tepanuu He OKasbIBAET 3HAUMMOrO BIIUAHWSA Ha MPOrHO3
3abonesaHns B 0TMuMe OT BbIBOLOB Homee paHHMX
nybnukauwmit [56]. Tak, nokasatenu BCB v OB y nauu-
EHTOB, KOTOPbIM He MPOBOAMMAch fyyeBasi Tepanus u
KOTOpbIM OHa bbina BbinosiHeHa, coctasuim 55% n 50%
(p = 0,44) cootetcTBEHHO U 69% 1 71% (p = 0,47)
cooTBeTCTBEHHO. OfHaKo NpoBefeHWe Ny4yeBoi Tepanum
paccMaTpuBaroCh Kak BakHbIM hakTop B STOM uccre-
L0BaHWK, CHUXKAIOLWMIA PUCK Pa3BUTUA peumnanBa 3abo-
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Tabnuua 3

Pe3yﬂbTaTbI JleyeHns naumeHToB NepBoro roga Xu3sHu c PMC no gaHHbIM KOOMNepaTuBHbIX NCCnenoBaTesibCKUX rpynn

Table 3

The results of treatment in patients in the first year of life with rhabdomyosarcoma (RMS), according to the data of

cooperative study groups

Mokasartenb
Pararate CWS, 2019 [5] COG, 2011 [6] SIOP, 2005 [7] ICG, 2003 [4]
1 2 3 4 5
Yucno naumeHTos, 144 76 64 50
BOLLEALWMX B
uccnenoBaHue, n
Number of patients included
in the study, n
BCB, % 51 57 57 42,3
Event-free survival (EFS), %
0B, % 69 76 72 61,7
Overall survival (0S), %
lpoTokon Tepanuu CWS-81-86-91 IRS-IV MMT-84 RMS-79
Treatment protocol (n=46) (n=41) MMT-89 (n=10)
BCB — 54 + 14% BCB - 53% BCB - 54%
0B-72+13% OB — HeT paHHbIX OB — HeT paHHbIX
CWS-96 IRS-V: RMS-88
(n=33) D9803 (n=16)
BCB - 38 + 17% (n=15) BCB - 33%
0B-54 +17% D9602 OB — HeT paHHbIX
CWS-2002p (n=20) RMS-96
(n=35) IRS-IV (n=17)
BCB - 60 + 16% (n=41) B5CB - 45%
0B-80 + 14% OESF§ - 55”{’ OB — HeT faHHbIX
SoTiSaR REVE p (ECB) - 0.24
(n=30) D9803 INT
BCB - 55 + 20% (n=15) (n=7)
0B-77 + 18% D9602 F[*M_S'lé‘)’
b (5CB) = 0,2 (n = 20) EFS  54%
p (0B)-0,11 0S - no data
CWS-81-86-91 RMS-88
(n=46) (n=16)
EFS — 54 + 14% EFS - 33%
0S-72+13% 0S - no data
CWs-96 RMS-96
EFs T 38 2 17 =
- +17% — A5Y)
0S-54 +17% OESF—Snong)a/Ea
CWS-2002p p (EFS) - 0.24
(n=35) INT
EFS — 60 + 16% (n=7)
0S-80 + 14%
SoTiSaR
(n=30)
EFS - 55 + 20%
0S-77 + 18%
p (EFS) - 0.2
p (0S)-0.11
BospacT naunexTos < 1 mecsiua < 1 mecsiua < 1 mecsiua BpoxpenHas PMC
Patient age (n=10) (n=4) (n=05) (n=15)
BECB — 20 + 25% < 3 MecsueB < 1 month BCB — 44%
0B - 40 + 30% (n=13) (n=5) 0B — HeT faHHbIX
> 1< 6 MecsueB BCB - 59% HeBposxneHHas PMC
(n=47) 0 OB — HeT paHHbIX (n=35)
EOCBB__7510 +ill45o/° > 3 Mecsiues BCB - 41%
- o (n=63) OB — HeT faHHbIX
P ORI ECB - 56% p (BCB) - 0,92
BECB - 56 + 11% OB — HeT faHHbIxX Conlg;gital
0B- 73+ 10% p (ECB) - 0.86 (ne 15)
p (ECB) - 0,002 S :[Ln",‘°4"]th EFS — 44%
p (0B) - 0,028 < 3 months 0S - no data
<1 T‘l’gth (n=13) Non-congenital RMS
EFS— 20 £ 25% EFS —59% (n=33)
05 - {0 20n 25 month 03~ no data
> < 2
! -n":"z?"‘ s (n=63) p (EFS) - 0.92
EFS —50 + 15% EFS - 56%
0S-71+14% 0S - no data
> 6 < 12 months p (EFS) - 0.86
(n=87)
EFS-56 +11%
0S-73 + 10%
p (EFS) - 0.002
p (0S) - 0.028
['mcTonormyeckumit Tun 3MbpuoHanbHas PMC 9MbpuonanbHas PMC 3MbpuoHanbHasn JMbpuonanbHas PMC
PMC (n=95) (n=43 (n=38
Histological type of RMS BCB - 59 + 10% BCB — 64% (n=44) BCB — 48%
0OB-75+9% OB — HeT paHHbIX BCB — HeT paHHbIX OB — HeT paHHbIX
Bortpuoptas PMC AnbBeonsipHas PMC OB - 82% AnbBeonsipHas PMC
(n=10) (n=16) AnbeeonsipHas PMC (n=11)
BCB — 58 + 32% BCB - 22% (n=20) BCB - 27%
0B -80 + 25% OB - 65% BCB —21% OB — HeT faHHbIX
Anannactuuyeckas PMC HenuddpepeHunpoBaHHas OB - 37% p (BCB) - 0,21

(n=1)

PMC/npyrue PMC

Embryonal RMS

Embryonal RMS
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1 2 i3} 4 5
BCB, OB — HeT aaHHbIX (n=17) (n=44) (n=38)
BepeTeHokneTtouHas/ BCB - 69% EFC?S_ ng;ﬂ/afa OESFS ;04[?;/;6
ckneposupyiowias PMC OB — HeT paHHbIX Iy -
(n=6) p (BCB) — 0,04 Alv&ol:aES?]MS Alv[enol:ahR]MS
BCB - 64 + 41% Embryonal RMS EFS - 21% EFS - 27%
OB — HeT maHHbIX (n=43) 0S - 37% 0S — no data
Anbae?nupuau PMC OESFf r:oé’ga/t“a p (EFS) -0.21
n=232
BCB - 27 + 16% A
OB -47 + 20% EFS — 22%
p (BCB) — 0,023 0S — 65%
p (OB) — 0,004 Undifferentiated RMS/other
Embryonal RMS types of RMS
(n=95) (n=17)
EFS —59 + 10% EFS - 69%
0S-75+9% 0S - no data
Botryoid RMS p (EFS) - 0.04
(n=10)
EFS — 58 + 32%
0S —80 + 25%
Anaplastic RMS
(n=1)
EFS, 0S - no data
Spindle cell/sclerosing RMS
n=6
EFS—64 + 41%
0S - no data
Alveolar RMS
(n=32)
EFS —27 + 16%
0S -47 + 20%
p (EFS) —0.023
p (0S) - 0.004
Pa3mep nepsuuHoi <5cM <5cM <5cM
Onyxosnu (n=76) (n=45) (n=128)
Initial tumour size BCB-57 + 11% BCB - 59% BCB - 47%
0B -76 + 10% OB — HeT faHHbIX OB — HeT faHHbIX
>5¢cM >5¢cM >5¢cM
(n=65) (n=31) (n=22)
BCB - 46 + 13% BCB - 54% BCB - 36%
0B—-63+13% 0B — HeT paHHbIX 0B — HeT gaHHbIX
p (BCB) - 0,16 p (BCB) — 0,86 p (BCB) - 0,19
p (0B) - 0.06 <5cm <5cm
HeT naHHbIx (n = 45) (n=28)
(n=3) EFS - 59% EFS - 47%
0S - no data 0S - no data
BCB — 67 + 53% >5em >5em
OB - 50 + 35% - 5
(n=31) (n=22)
p (BCB) - 0,013 EFS - 54% EFS - 36%
p (0B)-0,11 0S - no data 0S - no data
<5cm p (EFS) —0.86 p (EFS) - 0.19
(n=76)
EFS-57 £+ 11%
0S-76+10%
>5cm
(n=65)
EFS — 46 + 13%
0S - 63 +13%
p (EFS)-0.16
p (0S) - 0.06
No data
(n=3)
EFS - 67 + 53%
0S - 50 + 35%
p (EFS) -0.013
p (0S)-0.11
Jlokanusaums nepeuYHoM KoHeuHocTH BnaronpusatHas KoHeuHocTH FonoBa u wes
onyxonu (n=18) (n=29) (n=15) (n=44)
Initial tumor site BCB — 65 + 26% BCB - 52% NapatectukynspHas/ Mouenonosas cucteMa
0B-87+17% OB — HeT faHHbIX BRnaranuiie (n=22)
Fonosa u wes He6naronpusitHas (n=13) KoHeuHoCTH
(n=35) (n=61) MoueBoii nysbipb/ (n=10)
BCB—-38 + 17% BCB - 61% npocrtarta Lpyrune
0B-52+19% OB — HeT AaHHbIX n=12) (n=24)
Opbuta p (BCB) — 0,43 lonoBa u wes Head and neck
(n=8) Favourable (n=8) - (n=44)
BCB — 25 + 30% (n=29) MapaMeHuHreanbHas Genitourinary system
0B —75 + 30% EFS - 52% (n=2) (n= 2_2_]
0S - no data Extremities
Apyrue Unfavourable Op6ura (n=10)
(n=33) (n=61) (n=1) Other sites
BCB-52 + 18% EFS - 61% [pyrue (n=24)
OB -68 + 16% 0S - no data (n=10)
MouenonoBas cuctema p (EFS) - 0.43 Extremities
(n=50) (n = 15)
ECB - 56 + 14% Paratesticular/
OB-74+13% !

p (BCB) - 0,12
p (0B)-0,19
Extremities
(n=18)
EFS — 65 + 26%
0S-87+17%
Head and neck
(n=35)

Urinary bladder]/prostate
n=
Head and neck
(n=8)
Parameningeal
(n=2)

Orbit
(n=1)
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2

3 4 5

EFS-38+17%
0S-52 +19%
Orbit
(n=8)
EFS —25 + 30%
0S-75+ 30%
Other sites
(n=33)
EFS-52 + 18%
0S-68 +16%

Genitourinary system
)

(n =50
EFS —56 + 14%
0S-74+13%
p (EFS) = 0,12

p (0S) - 0,19

Other sites
(n=10)

T-ctatyc no TNM

T stage according to the TNM

classification

Tl
(n=66)
BECB - 58 + 12%
0B -80+ 10%
T2
(n=73)
BCB —46 + 12%
OB -60 + 12%

Tl
(n=45)
BCB - 59%
OB — HeT paHHbIX
T2

(n=31)
BCB - 53%
0B — HeT paHHbIX

Tl
(n=26)
BCB - 48%
OB — HeT paHHbIX
T2

(n=24)
BCB - 37%
0B — HeT paHHbIX

p (BCB) - 0,21 p (BCB) - 0,48 p (BCB) - 0,24
A ( T145) ( T126)
n= n=
He.{nnjlg]lblx EFS - 59% EFS - 48%
ECB - 40+43% 0S - no data 0S - no data
0B - 75+43% i g
(n=31) (n=24)
p (BCB) - 0,41 EFS - 53% EFS - 37%
p (0B) — 0,042 0S - no data 0S - no data
T1 p (EFS) - 0.48 p (EFS) - 0.24
(n=66)
EFS-58 + 12%
0S-80 + 10%
T2
(n=73)
EFS — 46 + 12%
0S-60+12%
p (EFS) - 0.21
p (0S) - 0.015
No data
(n=5)
EFS — 40+43%
0S - 75+43%
p (EFS) - 0.41
p (0S) - 0.042
N-ctatyc no TNM NO NO NO
N stage according to the TNM (n=110) (n=63) (n=42)
classification BECB - 55 + 10% BCB - 56% BCB - 49%
0B-74+ 9% OB — HeT faHHbIX OB — HeT faHHbIX
N1
(n=14) (n=9) (n=18)
BCB — 36 + 25% BCB — 65% BCB - 12%

0B —54 +27%

OB — HeT paHHbIX

OB — HeT paHHbIX

p (BCB) — 0,22 p (BCB) - 0,97 p (BCB) — 0,016
A o e
n= n=
T 3= S 3~ o
ECB — 45 + 24% 0s f“i data 0s f“i data
0B - 56 +23% (n=9) (n=28)
p (BCB) - 0,41 EFS - 65% EFS - 12%
p (0B) - 0,02 0S - no data 0S - no data
NO p (EFS) —0.97 p (EFS) - 0.016
(n=110)
EFS —55 + 10%
0S-74+9%
N1
(n=14)
EFS — 36 + 25%
0S-54+27%
p (EFS) —0.22
p (0S) - 0.03
No data
(n=20)
EFS — 45 + 24%
0S - 56 + 23%
p (EFS) - 0.41
p (0S) - 0.02
Crapma no IRS | | |
IRS stage (n=17) (n=18) (n=5)
BCB - 68 + 24% BCB - 89% BCB - 100%
0B-73+22% 0B - 100% OB — HeT paHHbIX
Il Il
(n=24) (n=15) (n=8)
BCB - 61 + 20% BCB - 69% BCB - 50%
0B-81+17% 0B -92% 0B — HeT paHHbIX
] 1l
(n=103) (n=43) (n=34)
BCB - 47 + 10% BCB - 39% BCB - 36%
OB —66 + 10% 0B - 60% OB — HeT faHHbIX
p (BCB) - 0,26 p (CB) - 0,0022 p (6CB) - 0,28
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1 2 i) )
p (0B) - 0,24 p (0B) - 0,0012 |
I | (n=5)
(n=17) (n=18) EFS - 100%
EFS - 68 + 24% EFS - 89% 0S —no data
0S — 73 + 22% 0S - 100% It
1] Il (ﬂ = 8]
(n = 24) (n= 15]n EFS - 50%
EFS - 61 + 20% ook 05 qodate
0S-81+17% n (n=234)
I (n = 43) EFS - 36%
(n=103) EFS — 39% 0S - no data
EFS - 47 + 10% 0S - 60% p (EFS) - 0.28
0S - 66 + 10% p (EFS) —0.0022
p (EFS) - 0.26 p (0S) - 0.0012
p (0S) - 0.24
PexuMbl xuM1oTepanmmn VAIA/VACA/CEVAIE VAC/CAV
Chemotherapy regimens (n=290) (n=10)
BCB—-47 + 10% VACA
0B - 64 + 10% (n=7)
VC/VAC/IVA VAIA
(n = 45) (n=14)
BCB - 61 + 16% IVA
0B -84 +12% (n=10)
T CEVAIE
(n=4) (n=9)

BCB — 67 + 53%
OB-75+41%
Be3 NXT
(n=15)
BCB — 60 + 43%
0B -80 + 35%
p (BCB) - 0,60
p (0B) - 0,26

VAIA/VACA/CEVAIE

(n=90)
EFS - 47 + 10%
0S - 64 + 10%

VC/VAC/IVA

(n = 45)
EFS-61+ 16%
0S-84+12%
Other regimens

(n=4)
EFS — 67 + 53%
0S-75+41%
Without PCHT

(n=5)
EFS - 60 + 43%
0S - 80 + 35%
p (EFS) - 0.60

p (0S) -0.26

06beM nyuLlei onepaumm
Extent of the best surgery

RO-pe3ekuus
(n=61)
BCB - 61+ 13%
OB-80+11%
R1-pesekuus
(n=237)
BCB —54 + 16%
OB-65+17%
R2-pesekuus
(n=34)
BCB-41+17%
OB-66+17%
Buoncus
(n=12)
BCB — 25 + 25%
0B —-42 +27%
p (BCB) - 0,009
p (0OB) — 0,005
RO resection
(n=61)
EFS-61 + 13%
0S-80+11%
R1 resection
(n=37)
EFS—-54 + 16%
0S—-65+17%
R2 resection
(n=34)
EFS—41+17%
0S—-66+17%
Biopsy
(n=12)

EFS —25 + 25%
0S-42+27%

p (EFS) - 0.009
p (0S) - 0.005

RO-pe3ekuus
(n=16)
RO resection
(n=16)
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1 2 3 4 5
JlyueBas Tepanus Mposoaunackb MNpoBopunack
Radiation therapy (RT) (n=35) (n=10)
BCB-55+17% RT was performed
0B - 69 + 16% (n=10
He npoBopunacb
(n=109)
BCB - 50 + 10%
OB-71+9%
p (BCB) - 0,44
p (0OB) — 0,47
RT was performed
(n=35)
EFS-55+17%
0S-69 + 16%
RT was not performed
(n=109)
EFS-50 + 10%
0S-71+9%
p (EFS) - 0.44
p (0S) - 0.47
Peunpomnsbl JlokanbHbIi n=32 n=6 n=26
Relapses (n=42) JokanbHbI# JoKkanbHbI#
BCB —47 + 15% (n=23) (n=18)
0B-50+ 16% Local JlokanbHbin, N1
MeTacTaTuueckmit (n=23) (n=2)
(n=5) MetacTaTuueckuii
BCB — HeT gaHHbIX (n=2)
0B -20 + 15% KoM6uHnpoBaHHbIN
KoM6uHMpoBaHHbIi (n=4)
(n=4 (n=26)
BCB — 25 + 35% Local
0B - 25+ 22% (n=18)
p (BCB) - 0,006 LTga:l,zh]u
p (OEI;_] - ?’000 Metastatic
(n=42) e
EFS - 47 £ 15% Combined

0S-50 + 16%
Metastatic
(n=5)
EFS - no data
0S-20 + 15%
Combined
(n=4)
EFS — 25 + 35%
0S—25+22%
p (EFS) - 0.006
p (0S) —0.000

MEBaHMA Y NaLMEHTOB C Hepe3eKTabenbHbIMK OMyX0SsAMU
(5].

B aHanuauMpyemoi HaMu KoOropte nauueHTOoB
nyyesas Tepanus Obifia NpoBefeHa TOMbKO B 4 cryyasx,
MPY 3TOM MOKAa3aHMAMU K ee BbIMONTHEHWIO ABAANOCH
Hanuune HepesekTabenbHoW Be3 Kanevalux nocnep-
CTBMI ocTaTouyHoW onyxonu. CrnepyeT OTMETUTB,
4TO BO BCEX Cllyyasix NPOBELEHUE fyYEeBON Tepanuu
paccMaTpvMBanocChb Kak MHOMBUAYyaSlbHOE peLleHue,
KoTOopoe 0BCyKaanochb C CEMbeW NauueHTa, Npu 3ToM
ee Hayano bbIfo OTNOXEHO [0 AOCTMKEHNA pebeHKoM
Bo3pacTa cTapuwe 1 ropa. [loMumo 3Toro, B 2 cnydyasx
NMpennoyYTeHMe 0TAaBanoCh HE KNacCUYEeCKNM MeTo-
ovkam [OJ1T, a BHyTpuMTKaHeBon bpaxuTepanuu, uTo
NMOTEHUMANbHO MOFM0 YMEHbLUUTb PUCKU TSKENbIX
OTAaNeHHbIX NOCMEACTBUN NEeYeHNs 3a CUET MeHbLUEN
abcopbupyemoit [o3bl 065TyYeHMss Ha 300pPOBbIE OpraHbl
u TkaHu [13]. BHyTpuTKaHeBas Tepanus MpPOBOAM-
flacb B YCNOBUSIX OTAESIEHUA OEeTCKOW XUPYpPruun v
YPOnorun YHUBepCUTETCKOW KIUHUKK T. TiobUHreHa
(CepManus; pykosoauTens npoch. M. dyke) u coueta-
nacb € BbINOSIHEHWEM paAMKaibHOro XMpYypruyeckoro
BMelLaTenbcTBa y 1 nauneHTa v Bbina eAMHCTBEHHBIM
BapWaHTOM JTOKarnbHOr0 KOHTPOsA y BofbHOro ¢ Hamu-
4MeM O0CTaTOYHOW OMyXonu Noce MHULManbHon R2-pe-

3ekumn u MXT — B ApyroM, npu 3TOM B MocCnegHeM
cCrnyyae He OTMEYeHO MporpeccupoBaHus 3abone-
BaHunsa yepes 43,1 Mec. 0T MOMEHTa MOCTaAHOBKMU
OvarHosa.

OTHocuTenbHO Hebonblias Bbibopka BOMbHBLIX B
HalLeM UCCMEROBaHMN He NO3BOMMIIa NPOBECTH aHanu3
OpYyrux dhaKkTopoB, OMpeAensiowmnx NporHo3 y naum-
€HTOB NepBoro roga »usHu ¢ PMC. JluTepaTypHbie
LaHHble CBUAETENBCTBYIOT, YTO BniaronpuATHoe BRNsSHWE
Ha MPOrHO3 OKas3blBaeT BO3PACT HA MOMEHT MOCTaHOBKM
omarHosa ctapwe 1 mecsua, amMbpuoHanbHbIv, 60TpUo-
WOHbIA, BEPETEHOKIETOUHbIN BapuaHTbl PMC, T1-cTaTyc
MepBUYHOW OMYXOSN, OTCYTCTBME MOPAsKEHUA permo-
HanbHbIX NMMQAaTUYECKMX Y3/10B U OTCYTCTBUE OTha-
NeHHbIX MeTacTasos [4-7].

CTouT OTMeTUTb O0COBEHHOCTU KIIMHUYECKOTO
TeueHna PMC y pfeTtelt nepBoro roga m3Hu, a UMEHHO
BO3MOMHOCTb KITMHUYECKOW NPe3eHTaLunmn B BUAE Xapak-
TEPHOr0 CMHOPOMa <«uyepHuUYHoro nupora» (blueberry
muffin syndrome) y nauneHToB, CTpagaloLLMx asnbeeo-
nspHoi PMC [10]. CuuapoM npenctasnset coboit MeTa-
ctasbl PMC B [TXKK 1 xapaktepeH ons HeoHaTanbHOro
nepvopa. [daHHbl cuHapoM Habmiopancsa y 1 u3 naum-
€HTOB, BOLWIeflINX B uccrnenosaHune (pucyHok 5). B
npouecce XxMMMoTepanuu Bce MeTacTaTUYecKne ovarm
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PucyHok 5

KoHbIi CUHAPOM «4epHUuHoro nupora» (blueberry
muffin syndrome) y pebeHka ¢ anbseonspHoi PMC,
I'IpeJJ.CTaBJ'IHIOLLI.VIl‘;i cobolt MeTacTaTuyeckoe nopaxeHue
MOLKOXHO-XKMPOBOMN KIeTYaTKu

Figure 5

Blueberry muffin syndrome in a patient with alveolar RMS:
a metastatic involvement of the subcutaneous fat

B KK HuBenupoBanucb. OgHako B fanbHeMWweM y
pebeHka OTMeYeH paHHW U30NMPOBAHHbLIN peuvanB
¢ nopasxeHuem LIHC c nocnepyiolwmnm netanbHbIM
ncxonoM. Hecmotps Ha HeTunuyHyio ans PMC nokanu-
3aumio peunavea 3aboneBaHus, MUTEPaTYpHbIE AaHHbIE
YKasblBaloT Ha BO3MOXHYI0 accoumaumio LIHC-peunoneos
W KIMHWYeCKylo npe3eHTauuio anbBeonspHon PMC B
BMOE CUHLPOMa «uepHUYHOro nupora» [10].

AHanus, npoBefeHHbIN HECKOMbKMMU KOONepupo-
BaHHbIMW UCCNENOBATENbCKUMU FPyMNnamMu, NoKkasbiBaeT
OCIOXXHEHWS XMMUOTEpanuu, KoTopble NPOSBAANNCH
pa3BUTMEM MOYEYHOW U TyBYNsIpHOM TOKCUMYHOCTM Yy
nauueHToB, nonyyasLumx udoccamup, 8 100% cnyuaes,
KapaOMOTOKCUYHOCTLIO Y AeTen, NonyyaBLUMX npenapaTbl
FPynnbl aHTPaLMKINHOBLIX aHTUBNOTUKOB, Pa3BUTUEM
BTOPWYHbIX 3MOKAYeCTBEHHbIX HOBOOBpasoBaHui B 6%
cnyuaes [4-7]. B HalweM uccnenoBaHWM OLeHKa oTaa-
NTEHHOW TOKCMYHOCTM XMMMUOTEPANuUM He NMpPoBOAMIIACh
BBMOY OTHOCMTENbHO Maforo nepuoga HabmniopeHus.

Bonpock! reMaTonorin/OHKONOr M 1 MMMYHONATOMOM MK B NeanaTpim
2021 Tom 20 [ Ne 1|76-90

OpHako CTOUT OTMETUTb, YTO y 1 NaumeHTa ¢ HanMuneM
OMyXONN MOYEBOro My3bIpsi U HapyLUEHMEM Maccaxa
MOUM NPOBOAMMACH XMMUOTEPANUA C UCKIIOYEHUEM
n3 Hee umknodgocdammpa. ¥ 1 pebenka oTMeuvanochb
pa3BUTNE NEYEHOUYHON TOKCUYHOCTU, BblpaskaBLUENCs B
3HAUUTESILHOM MOBBILLEHWN YPOBHSA MEYEHOYHBIX TPaHca-
MuHa3 nocne Kypca MNXT ¢ aktnHoMuumHoM D.

B HacTofwee BpeMsi HakannuBalTCA AaHHble,
CBUAETENbCTBYIOLLME O MOJIEKYNAPHO-reHEeTUYECKOM
reteporeHHocT PMC B uenom u y geter nepeoro roga
YKU3HW B YaCTHOCTU. Tak, M3BECTHO, YTO ANSA NALMEHTOB
NepBOro rofa KW3HW C BepeTeHOKNEeTOUYHOR/cKnepo-
aupytowen PMC Hannune nepecTpoiiku B reHe MYOD1
XapakTepuayeT HebnaronpuaTHbLIN NPOrHO3, B TO BPEMS
Kak nepectpoiikn B reHe NCOAZ paccMaTpuBaloTCs Kak
nporHoctuyeckn bnaronpusatHole [14, 15]. Heobxo-
AVMbl QOMOSHUTENbHbIE UCCNEAOBaHNSA, KOTOPbIE MOTyT
MPOSIMTb CBET Ha MPOrHOCTUYECKOE BIIMSIHWE Pa3fIMUHbIX
MOMEKYNAPHO-FEHETUUYECKMX MapKEPOB Y AETEN NEPBOro
rofa usHu ¢ PMC 1 nx BO3MOXHOE UCMOSb30BaHWe Asis
BblbOpa TaKTWKM Tepanuu.

3AKITIOYEHUE

MonyyeHHble B HACTOALLEM UCCIELOBaHUM AaHHbIe
corflacylTcs ¢ pesyfibTaTaMy MexayHapoaHbiX Koone-
paTMBHbIX MCCNEAOBaHUA U MO3BOMAIOT paccMaTpu-
BaTb Bo3pacT nauueHtoB ¢ PMC meHee 1 ropma Kak
HebnaronpusTHbIA MPOrHOCTUYECKUI dhakTop. Ynyu-
LUEHWe pesynbTaToB fleYeHNs AaHHON KOropTbl BOMbHbIX
BO3MOJKHO TOJIbKO Ha OCHOBE MEXAWCLMMIMHAPHOMO
noaxoAa v AeTanbHOro obCcysKOoeHUs TaKTUKKU NoKasb-
HOFO KOHTPONS, a Takke yrnybrneHHOro moHMMaHus
MONEKYNAPHO-TEHETUUECKUX MEXAHWU3MOB, NeXalLnX B
ocHoBe pa3sutus PMC y neTeit nepBoro ropa u3Hu.

UCTOYHUK ®PUHAHCUPOBAHUA
He yka3saH.
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