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u MP-kapTuHa
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IMbpuoHarnbHas paboomuocapkoMa (sPMC) aBnsieTcsi 0QHOM M3 PacnpOCTPAHEHHbIX CAPKOM MSITKUX
TKaHeW B OETCKOM Bo3pacTe u cocTaenseT 4,5% Bcex onyxonen. NonosuHa 3PMC, BO3HMKLLMX B
0611acTv ronoBbl U LLEW, UMEIOT NapaMeHuHreanbHylo nokanusaumi. Okono 40% nauveHToB npu
OaHHOWM NaTosIorMM MoryT UMeTb OTAaNeHHble MeTacTasbl. [Ipy MHTpakpaHuanbHOM pacnpocTpaHeHUu
MEeTacTa3MpoBaHMe MOXET MPOUCXOAMTb MO 0BOSI0UKaM LEeHTpasibHOM HepeHoi cucTembl (LIHC). B
nuTepaType onucaHo 4 KINMHWYECKKX Cyyas 0TAANEHHbIX MeTacTa3oB 3PMC B CMHHOM MO3r 1 Mo ero
060m0uKaM. TofbKo B 2 U3 4 cryyaeB LMTONOMMYECKOE UCCIIELOBAHNE NIMKBOPA Ha OMyXOMNeBble KIETKM
[arno Mosos1TENbHbIA pesyrbTar. MarHuTHo-pe3oHaHcHast Tomorpadms (MPT) LIHC ¢ npumeHeHnem
KOHTPaCTHOrO BELLLECTBA NO3BOJIAET OLEHUTb HaNMuMe OTAANeHHbIX MeTacTas3oB no obosnoykam LIHC.
Hamu npencTaBneH KNMHUYeCcKUi crnydal nauveHTku 4 net ¢ 3PMC napamMeHUHreanbHoOM nokanmusaumu,
y KoTopou Ha 3Tane obcnepnosaHusa npu nposeneHun MPT LIHC 6binu BbisiBNEHbl y3noBbie ovaru
MeTacTa3nMpoBaHWsi No 0B0MoYKaM CNMHHOMO Mo3ra. B cOOTBETCTBMM C MPOTOKOSIOM NeyeHus Boina
nocrtasneHa IV ctapvs 3abonesaHusi v NPoBeAeHa MHTEHCUBHAs NONIMXMMUOTEPaNUS, KOTopast NpuBena K
HVWBENWUPOBaHWIO 04aroBbix 0Bpa3oBaHMIA B CMIMHHOM MO3re 1 NOMOXUTENbHOMY NPOrHO3Y ANA NaLMEHTKU.
PoouTenu panu cornacue Ha “crnonb3oBaHWe WHAGOpPMaLmMK, B TOM unucne dpotorpaduii pebeHka, B
HaYYHbIX UCCNENoBaHUsX 1 NyBrMkaumsx.

KnioueBble cnoBa: metactassl, crimHHov mo3r, MPT-guarHocTuka, Bu3yanusaums
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Embryonal rhabdomyosarcoma with distant spinal cord metastasis:
case and MR-imaging

N.A. Strumila, A.S. Krasnov, M.M. Andrianov, G.V. Tereschenko

Dmitry Rogachev National Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Healthcare
of the Russian Federation, Moscow

Embryonal rhabdomyosarcoma (eRMS) is one of the most common soft tissue sarcomas in children, accounting for 4.5% of
all childhood tumors. Half of the eRMS occuring in the head and neck are parameningeal. About 40% of patients with eRMS
can develop distant metastases. In patients with intracranial tumors, metastatic spread can occur along the central nervous
system (CNS) meninges. The literature describes only 4 clinical cases of eRMS with distant metastases in the spinal cord and
along the meninges. Only in two out of these four cases, CSF cytology was positive (meaning that tumor cells were detected
in cerebrospinal fluid). Magnetic resonance imaging (MRI) of the central nervous system with contrast enhancement can be
used to detect distant metastases in the CNS and meninges. We present a clinical case of a 4-year old girl with parameningeal
eRMS. MRI of the CNS performed as part of a diagnostic check-up revealed nodal metastatic foci along the meninges of the
spinal cord. In accordance with the treatment protocol, the patient was diagnosed with stage 4 disease and received intensive
polychemotherapy resulting in the disappearance of the nodal lesions in the spinal cord and a good prognosis. The parents gave
their consent to the use of their child's data, including photographs, for research purposes and in publications.
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abnoMuocapkoMa (PMC) — 370 3riokayecTBeHHoe
HoBOOOpa3oBaHuWe, MPOUCXOASALLEE U3 ME3eH-
XMMasbHbIX KNIETOK, KOTOpble BMOCIEACTBUM
onddepeHUMpyloTCa B NonepeyHonosocatblie
(ckeneTHble) MbILLLbI, OAHAKO OHa MOMET BO3HUKaTb
Laxe B TeX MecTax, rie HeT Mol faHHoro tuna. PMC
SIBNSIETCSA OQHON U3 Hambornee YyacTo BCTPEYalOLLMXCS
OEeTCKMX CapKoM U cocTasnsieT 3—5% Bcex onyxonew

[1]. Oona PMC cpeau Bcex CapKkoM MSITKUX TKaHen
npubnuskaetca k 50% [1]. PMC — camasa pacrnpocTpa-
HEHHas capkoMa ronossl v Wen. Knaccudpmumpyercs
MO MMCTOMOMMYECKUM MpU3HAKaM Ha aMBpPUOHaNbHbIN
(sPMC), anbBeonspHbiit, NIeoMoOpdHbIA M Bepe-
TEHOKMETOUHbIN/CKNepo3npyoWwmin noatunsl [2].
YacToTa BCcTpeyaeMocTu cocTaBnset 4,3 cnyvasa Ha
1 MnH peteit n nogpocTkoB Mnaawe 20 net [3]. B
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OBYX TPETAX CryyaeB JaHHas HO30/10MMUA AMArHOCTMU-
pyeTtca y geten mnagwe é net [4]. Manbunku 3abo-
neBaloT Yallle eBOYEK, pacnpenefieHne coctaBnset
1,4:1 [4].

BonbwuHcteo PMC wuMmelT crnopaguueckuin
XapakTtep, xoTa cuuTtaetcs, yto B 10-33% cnyuyaeB
npeobnapaeT reHeTnyeckuii pakTop pucka. Hambonee
yacto PMC conpoBoxaaeT Takve reHeTnyeckue 3abone-
BaHWs, Kak CMHOPOM Jln—®payMenu, HerpodmbpomaTos
1-ro Tuna, cuHopom bekeuta—-BugemaHa u cuHApOM
Koctenno [5].

CuMnTOMBbI pa3HoobpasHbl M HecneungmryHbl, NosiB-
NSIOTCA B TO BPEMS KaK OMyxofb pacTeT v CoABNvBaeT
npunexaiune CTpykTypbl. Takum obpasom, cumnToma-
TUKa 3aBUCUT OT NIOKaNM3auuy NepBUYHOA OMYyXOn U
HanMuMa N OTCYTCTBMA €e OTAANeHHbIX MeTacTas0B.
PMC moskeT MeTacTa3uMpoBaTb BCEMU BO3MOKHbIMU
nytamu. Okono 40% nauuveHTOB MMEeIOT OTLANEHHbIE
meTacTasbl, y 30% MeTacTaTMyeckoe MopaskeHue BbisB-
NAeTCA Ha 3Tane nepeuuHOM anarHocTuku [6]. Yauwe
BCero MetacTasbl 0DHApPYXMBaIOTCS B JIEMKUX, KOCTSX U1
numdbaTnyeckux yanax. OaHaKo OHWM MOTYT BbISABMSATLCS
Y B HETUMNYHBIX MECTAX, TaKUX KaK KOKa, SUYKW, rpydb,
anupypanbHOe NPOCTPaHCTBO MO3BOHOYHOIO KaHana,
npoMexHocTb [6]. Hanuune MeTacTaTuueckoro nopa-
MEHWS LileHTpanbHoi HepBHoi cucTeMbl (LUHC) v ee
obornoyek BcTpeuaetcs peaxo [7].

C TOro MOMeHTa, Kak NosiBUSI0Cb MOA03pPeHue Ha
Hanuuue onyxonu, HeobxoanMo cpasy HanpaBWTb Nauu-
€HTa Ha YNbTPa3BYKOBOE UCCIIEA0BaHWE, KOMMbIOTEPHYIO
(KT) unun mMarHutHo-pesoHaHcHyio (MPT) Tomorpadmio,
yTobbI NOATBEPANTL MOAO3PEHME U YCTAHOBUTL CTaAMIO,
ONpeRenuTL NPOrHO3 M NPOTOKON NleueHus [8]. OkoHua-
TesbHbI AMAarHo3 BCEraa BbICTABMSAETCA HA OCHOBaHWM
MMCTONOMMYECKOr 0 UCCIIEA0BAHMS.

KITMHWYECKUU CITYYAN

Pooutenu panu cornacuve Ha WCMoONb30BaHue
nHcbopMaLmun, B TOM uucne dotorpacuin pebeHka, B
HaYUHbIX UCCIEROBaHUsAX U NyBnKaumsXx.

MaumeHTka A., 4 ropa. MNMoasunucb Kanobbl Ha
ronoBHele 6onu. bbina rocnutanuaupoBaHa ¢ nopo-
3pEeHMEM Ha MeHUHIUT. [lnarHos npu obcnenoBaHun He
nonteepamncs. Npu ocMoTpe Bpa4yoOM-OTOPUHONAPUH-
roforoM 3anopo3peH Mactomaut. lNosBunack HeBpoO-
flornyeckasi CUMNTOMaTUKa — HEBPUT NULLEBOIO HepBa.
MauneHTKka HanpaeneHa Ha MPT (pucyHok 1). Ha
n30bpakeHUAX MAMKUX TKaHeW ronoBbl U LWeWn crieBa
B MPOEKUMM NMUPaMULKU U COCLEBMAHOr0 OTPOCTKA
BMCOYHOMN KOCTW W KPbIfIbEB OCHOBHOW KOCTU, C UHTpa-
KpaHManbHbIM pacrnpoCcTpPaHeHUEM, a TaKsKe B npune-
ralLLMX MACKMX TKaHAX KPbITOHEBHON M MOABMCOYHON
SIMKW, BEPXHWUX OTLENIOB LUeW, C pacnpoCTpaHeHUEM
Ha rMOTKy onpepenseTcsa natonoruyeckoe obbeMHoe
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0bpazoBaHne MATKOTKAHHON CTPYKTYPbl HEMPaBUIbHOM
dhopMbl, BUOMMbIMU pa3Mepamu okono 6,0 x 4,0 x 3,0 cMm
(pacueTHblit 06beM 36 cM3). TleBast BHYTPEHHSAA COHHan
apTepus v SpeMHas BeHa npoxopaaT B Tonwe obpaso-
BaHuA. [MaumeHTka nonyunna 2 Kypca HeOAbIOBAHTHOM
XMMUOTepanuu.

LeBouka rocnutanvanpoBaHa B OTAENIEHNE OHKO-
noruu n pgetckon xupypriv HMULL OFOU wm. Omutpus
Porauesa onsa sepudmnkaumm guarHosa, poobcnenoBaHms
W pelleHnsa o JanbHenwwen TakTuke nevenus. Mocne
MOCTYyNfieHnst B CTaLuMoOHap nauueHTke bbina npose-
neHa buoncus onyxonu. 1o faHHbIM FUCTONOrMYECKOro
MCCrnepoBaHuns NocTaeneH gmarHos: aPMC.

BBuay MHTpakpaHWanbHoro pacnpocTpaHeHns obpa-
30BaHMA NaumeHTKa bbina HanpaeneHa Ha MPT LUHC ¢
MpVYMeHeHNeM KOHTPaCTHOro BellecTsa (pucyHkmu 2 u 3).
Ha cepuv nonyyeHHbIx TOMOrpamMM B 06nacTi nupamuapl
BMCOYHOW KOCTW, NMEBOr0 Kpbifla KIMHOBUOHON KOCTU
coxpaHsieTcsa onyxofieBoe obpasoBaHue C HEPOBHBIMM
KOHTYpaMu, HenpaBuibHOW (DOPMbI, C UHTPaKpaHu-
anbHbIM pacnpocTpaHeHneM. 0bpa3oBaHue pa3Mepamm
0o 6,1 x 4,6 x 3,2 cM (06bem [0 44,9 cM®), UHTEHCHBHO,
HEOOHOPOLHO HaKannMBaeT NapaMarHeTuK. YBenmueHune
B OMHaMuKe OT npepbinylient MPT coctasuno MeHee 20%,
YTO TPaKTOBasOCh Kak «be3 3HaUMTENbHON AUHAMUKK>.
B cnuHHOM M03re Mo BceMy [OJIMHHUKY OTMeuaeTcs

PucyHok 1

MP-ToMOrpaMmbl MHULManNbLHOro 06pas3oBaHUs 1 CNH-
HOro Mo3ra B akcuasbHol (A, ') u caruttansHoi (B, B)
nnockocTsx: A — T2-B3BelweHHoe n3obpaxerne FLAIR;
b — T1-B3BeLleHHOe n3obpaskeHue; B — T2-B3BeLLeH-
Hoe n3obpaskenne; I — FLAIR — ouar B obnacTv neson
nobHon kocTH

Figure 1

MR images showing the initial tumor mass and the spinal
cord in the axial (A, ) and sagittal (B, B) planes: A —T2- T2-
weighted image FLAIR; b — T1- T2-weighted image; B — T2-
T2-weighted image; I' — FLAIR — a lesion in the left frontal
bone
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PucyHok 2

MP-ToMorpaMmbl 06pa3oBaHWs B akCuanbHOW MNIOCKOCTU Ha MOMEHT nocTtynnexuns 8 HMULL AIFOU uMm. Omutpusa Po-
rayesa: A — T2-B3BeLLeHHOe n3obpaxeHue; b — T1-B3BelueHHoe n3obpaxkeHune; B — pudrdrysHo-B3BeLLEHHOE M306pa-
s)eHve; I — T1-B3BeLleHHOe n3obpaskeHne C KOHTPACTHbIM yCUIIeHEeM

Figure 2

M%{ images of the tumor in the axial plane at the time of admission to the Dmitry Rogachev National Medical Research Center
of Pediatric Hematology, Oncology and Immunology: A — T2-weighted image; b — T1-weighted image; B — diffuse-weighted
image; I' — T1-weighted image with contrast enhancement

PucyHok 3
MP-ToMOrpaMMmbl CNMHHOrO MO3ra B CaruTTanbHOM MIOCKOCTU Ha MOMeHT nocTynnenus 8 HMUL, [IFOU um. Omutpus
PoraueBa: A, b — T2-B3BeLueHHble nzobpaskeHus; B—[1 — T1-B3BeLLeHHble N30BpaskeHNs C KOHTPACTHbLIM YCUIEHNEM

Figure 3

MR images of the spinal cord in the sagittal plane at the time of admission to the Dmitry Rogachev National Medical Research
Center of Pediatric Hematology, Oncology and Immunology: A, b — T2-weighted image; B-[1 — T1-weighted image with
contrast enhancement

PucyHok 4

MP-ToMorpaMmbl 06pa3oBaHuWsi B aKCManbHOM MITOCKOCTY NOCIe NPOBEAEHHOr0 NieyeHus: A — T2-B3BELLEHHOE
nsobpaskenue; b — T1-B3BeLleHHoe nsobpaskenue; B — opuddysHo-B3BeLLeHHoe nsobpaxerue; [N — T1-3BeLleHHoe
n306paeHne C KOHTPACTHbIM YCUITEHWEM

Figure 4

MR images of the tumor in the axial plane after the treatment: A — T2-weighted image; b — T1-weighted image; B — diffuse-
weighted image; [ — T1-weighted image with contrast enhancement
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PucyHok 5

MP-ToMOrpaMmbl CNvHHOro Mo3ra B CarmTTanbHOM MNOCKOCTM NOcie NPoBeAeHHOro nevenns: A, b — T2-B3BeLueH-
Hoe nsobpaxenue; B, [ — T1-B3BeLleHHOE M30BpaskeHe C KOHTPACTHBIM YCUIEHUEM

Figure 5
MR images of the spinal cord in the sagittal plane after the treatment: A, b — T2-weighted image; B, [' = T1-weighted image
with contrast enhancement

MHTEHCWBHOE MaTONOrMYECKOe HaKOMeHne napaMarHe-
TMKa No obonoyYkaM C HamMuMeM Y3M0OBbIX YYaCTKOB!
Ha ypoBHe C5 — o 7 x 5 x 7 MM, Ha ypoBHe L1 —
0o 7,5 x 5,5 x 6 MM. Oyar HakonfeHus napamMarHeTvKa B
MpaBOM [y}KKe NMO3BOHKA L2, UTo MOMKET COOTBETCTBOBATb
€ro MeTacTaTMYeCKOMY MOPasKEHMIO.

Mo pe3ynbTaTaM NabopaTopHbIX aHAIM30B B JIMKBOPE
BCTPEYaloTCsi HEMHOMOUMCIIEHHbIE MESIKUE CKOMSIEHUS 1
Pa3pO3HEHHO MEXaLLME ONyXOS1eBbIE KIETKM.

Ha MeguuMHCKOM KOHCMMIMyMe Bblno MpUHATO
pelleHne O NPOBEAEHUN NaLMEHTKE XMMWOJyYeBOro
neyenus no npotokony CWS-2009 pnsa 6onbHbIX €
MHULMAsbHBIMU MeTacTaszamu. JleueHune Bbino NpoBeneHo
B MOJSIHOM 0BbEMEe M NepeHeceHo AEBOYKON YOOBETBO-
PUTENbBHO.

Mocne Tepanuu nauueHTKe ObINO Ha3HaYeHo
KoHTponbHoe MPT-uccneposanue (pucyHku 4 un 5).
Ha MaruutHo-pesoHaHcHbIx (MP) TomMorpammax 6bina
OTMeYeHa NONOXUTENbHasi OAMHAMUKa B CPaBHEHWUMU C
NpenbIoyLLMMM JaHHbIMW B BUOE YMEHBLLEHNS Pa3MepoB
onyxonesoro obpasosaHusa 0o 6,1 x 2,8 x 2,7 cM (06bem
23 cm®). 06beM onyxonu cokpaTtuncs Ha 49%. Takske
BbISIBMEHbI BblpasKeHHas KMCTO3Has TpaHcdopMaums
obpa3soBaHus 1 bonee yetkas audepeHUMpoBKa Ha ee
choHe HOpMarbHbIX aHAaTOMUYECKUX CTPYKTYP Luen. [pu
BHYTPVWBEHHOM KOHTPACTUPOBaHUW OMPEAEnsAnnch MeHee
BblpaEHHOE HaKOMIEHUe NapaMarHeTuka B BbiBMSA-
€MOM 0ryxoneBoM 0bpa3oBaHUK 1 ero oTCyTCTBKE MO
obonoukaM ronoBHOro Mosra. CnnHHOM MO3r Ha BCEM
MPOTAXEHWN C YETKUMMW, POBHBIMU KOHTypamu, bes
ovaroBbix M3MeHeHun MP-curHana. lNpu BHYTPMBEHHOM
KOHTPacTUpOBaHUM YOeaMTeNbHbIX JaHHbIX 3a NaTonoru-
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UECKOE HaKOMMeHNe NapamMarHeT1ka B ClIMHHOM MO3re W
no ero obonoukam He nosyyeHo. Quar B NpaBoOi LyxKe
no3BoHKa L2 He onpepenseTcs.

TaknMm 0bpa3oM, cBOEBPEMEHHOE BbISIBIEHWE OTAA-
NEHHbIX MeTacTasoB No 06of04YkaM CMMHHOMO MO3ra
nMo3BONUNO NpaBunbHO cTaguposatb 3PMC un HauaTb
MHTEHCUBHYIO XMMWOTepanuio. B panbHedwem npu
OLEHKe OMHaMWKKM 0bpa3oBaHMA 3TO MO3BONWIO MOSY-
YUTb XOPOLLWIA OTBET CO CTOPOHbI MEPBUYHOM OMYXOJIM
W HWBENWpOBaTb MPU3HAKM MeTacTasuMpoBaHWA Mo
060noYKkaM rofsIoBHOrO M CMMHHOIO MO3ra, a TaksKe B
MO3BOHOK L2.

OBCYXXIOEHUE PE3YJIbTATOB UCCJIELOBAHUA

Knaccudmkaums

CywecTByeT 3 OCHOBHbIX TMCTOMOrMYECKUX
rpynnel PMC, n3 koTopbix 3PMC cocTtaBnsieT okono
60% cnyuaes, anbBeonsipHaa — 30% wu nneomop-
chHasa (c camoi HWM3KOM 4YacTOTOM BCTpeyaeMocTu) —
okono 9-14%. MNneomopdchHass PMC aBnsieTca cambiM
pacnpoCTPaHEHHbIM TUMOM Y B3POCHIbIX, MO3TOMY Mbl
He ByneM paccMaTpuBaTh ee B AaHHoi pabote [5, 9].
Mpu nocnepHem obHoBneHun BcemupHon opraHusa-
uMen 3npaBooxpaHeHus B kKnaccudukaumm PMC Bbin
BblfefieH BepeTEeHOKIETOUHbIN/CKIEPO3UPYIOLLMIA TUM
PMC [10].

AnbeeonsipHas PMC n aPMC asnsioTca npevmyLue-
CTBEHHO NeauaTpuyeckoi natonoruen. AnbBeonsapHbIv
MOATUN BCTPEYaAEeTCA B OCHOBHOM Y AeTen CTapLluero
BO3pacTa 1 NMOAPOCTKOB M OTHOCUTCSA K IPymne BbICOKOro
PUCKa OTHOCUTESIbHO CBOEr0 MPOrHO3a B COOTBETCTBUM C
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Tabnuua 1
Ctaouu PMC
Table 1
Stages of rhabdomyosarcomas
Crapus Iokanusauus T Pasmep onyxonu N M
Stage Site Tumor size
I HenapameHuHreanbHas T1wamn T2 aunmb NO nnm N1, nnm Nx MO
Non-parameningeal TlorT2 aorb NO or N1, or Nx
I MapaMeHuHreanbHas T1wamn T2 g NO nnm Nx MO
Parameningeal TlorT2 NO or Nx
N1
[MapaMeHuHreanbHas T1wamn T2 a MO
Il . NO mnm N1, nnm Nx
Parameningeal TlorT2 b NO or N1, or Nx MO
IV Tliobas T1wamn T2 awnmb NO nmm N1, nmm Nx M1
Any Tlor T2 aorb NO or N1, or Nx

Mpumeyarme. T1 — onyxonb < 5 cM, T2 — onyxorib > 5 ¢M; @ — 0Myxosib PacrosioxeHa Hah NoBepXHOCTHOM bacLmeli, b — onyxonb pacnosioxeHa noj noBepxHOCTHOM

cpacumei.

Notes. T1 — tumor < 5 cm, T2 — tumor > 5 cm; a — tumor located above the superficial fascia, b — tumor located under the superficial fascia.

Tabnuua 2

Puck-ctpatudmkaums nns PMC

Table 2

Risk stratification for rhabdomyosarcomas

I'pynna pucka Moprpynna uctonorus IRS Iokanusauus Hugq)a'r:uaeckue PasmMep u BospacT
Risk group Subgroup Histology Site Ly%;:\bkod:snsv::ge Size and age
Huskuin puck A BnaronpustHas I TTobas NO BnaronpusTHeie
Low risk Favourable Any Favourable
B BnaronpustHas | JTobas NO HebnaronpuatHbie
Favourable Any Unfavourable
CTaHpapTHbIN pUck C Bnaronpuathas m BnaronpusaTtHas NO JTiobble
Standard risk Favourable ’ Favourable Any
D En'a:ronpms;THaﬂ m Heﬁun?ronpmngaﬂ NO EnaFroan;ll)Tlele
avouraple ’ nravourable avourable
E BrnaronpuatHas wm HebnaronpusTHas NO HebnaronpusTHble
Favourable ’ Unfavourable Unfavourable
Bbicokuit puck F BnaronpuathHas T JTiobas N1 TTiobble
High risk Favourable ’ Any Any
G Hebnaronpusthas | i TTobas NO ITiobbie
Unfavourable o Any Any
OyYeHb BbICOKMIA pUCK H HebnaronpuatHas 1 Tiobas N1 Tiobble
Very high risk Unfavourable ’ Any Any

Tabnuua 3

[porHocTuueckue caktopsl npu PMC

Table 3

Prognostic factors for rhabdomyosarcoma

BnaronpuatHas Bce aMbpuoHarnbHble, BepeTeHOKIETOYHbIE, 6oTpronaHble PMC
rMcTonorus Favourable All embryonal, spindle cell and botryoid rhabdomyosarcomas
Histology HebnaronpusaTtHas Bce anbBeonsipHble 0nyxonu, BKIoYas CONMAHO-arnbBEONAPHbIA BapuaHT
Unfavourable All alveolar rhabdomyosarcomas, including the solid alveolar variant
| MepsuyHoe nonHoe yaanexue (RO): aksmaneHTHo SIOP pT1
Primary complete resection (R0): equivalent to SIOP pT1
MocneonepaumoHHas MuKpoCKomnuueckas octaTouHas onyxosib (R1) unu nepeuyHoe nosiHoe yaasnexwe,

cTagus, rpynna IRS
Postsurgical stage, IRS group

HO BOBIIeYeHne inMcpatnyeckmx yanos (N1)
Microscopic residual tumor (R1) or primary complete resection but node involvement (N1)

MakpocKonuueckast ocTaTouHas onyxosib (R2)
Macroscopic residual tumor (R2)

Jlokanusauus
Site

Op6utanbHas (ORB), MouerofioBasi — He MOUYEBOM My3bIpb UMK MPOCTATa, T. €.
napaTecTuRynsipHas unv Bnaranuiie/mMatka (UG-non BP), HenapaMeHuHreasnbHble

BnaronpuatHas
Favourable onyxonu rososbl 1 Wwew (HN-non PM)
Orbit (ORB), gemtourmar tract excluding bladder and prostate (i.e. paratesticular or
vagina/uterus (UG-non BP) }/ and non-parameningeal head and neck tumors (HN-non PM)
OpbuTarnbHas ¢ 3poaueit KocTu, napameHuHreanbHble onyxomu (HN-PM), onyxonu
HeBnaronpusTHas KoHeuHocTeit (EXT), MouerosioBble onyxony MoyeBoro nysbips/npocTartsl (UG-BP)

Unfavourable

UMM OMYXOMK B IPYFUX MeCTax, He YNoMsiHyThIX Bbille (OTH)
Orbit with bone erosion, parameningeal sites (HN-PM), extremities (EXT), gemtourmary
bladder/prostate (UG-BP) or other sites not mentioned above (OTH)

JTumcbaTtnueckue yanbl,
ctagpua TNM

Lymph nodes,

TNM stage

NO — HeT KIIMHUYECKUX UK I'IaTOMOpCbOJ'IOFW-IeCKVIX NPU3HaKOB BOBJ1eYEHUA

Bnangggrv;ﬁ:aﬂ NMPaTNYECKNX Y3108
NO - no clinical or pathological nodal involvement
Heﬁl’lal’OI'IpMHTHaﬂ N1 — KnuHUYeckme nnu I'IaTOMOpd)OJ'lOFVILIeCKMe NPU3HaKu BOBJIEYEeHUA

Unfavourable

nMdaTUYeCcKux ysnos
N1 - clinical or pathological nodal involvement

Pasmep v BospacT
Size and age

BnaronpuatHas PasMep onyxornu (B MakcuMasibHOM MSMeFeHVIVI] < 5 cM; Bo3pacT < 10 net
Favourable Tumor size (maximum dimension) < 5 cm; age < 10 years
HebnaronpusaTtHas

Unfavourable

Bce npoqwe (t.e. {)asmep onyxonu > 5 cM n/unu Bospact 2 10 net)

All others (i.e. tumor size > 5 cm and/or age > 10 years)
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MesknyHapoaHon knaccudpmkaumenn PMC, B To BpeMs kak
aPMC oTHOCAT K rpynne cpeaHero pucka [11, 12]. Kak
3PMC, tak un anbBeonsapHas PMC MoryT bbITb pacnosno-
EeHbl B NioBoI YyacTu opraHvMama, XoTs Kamabli rmcTo-
NOTMYECKMIA NOATWM MMEET CBOI NPEAPaACMONOMKEHHOCTb
K NoKanu3auum B OnpefeneHHbIX opraHax U cucTeMax.
3PMC Hanbonee uacTo pacnonoseHbl B 0611acTy ronosbl
W Wwen (NapaMeHWHreanbHo, HenapaMeHUHreasnbsHo), B
YpOreHnTanbLHOM TpakTe, B 3abpIOLLIMHHOM NpOCTpaH-
ctBe. AnbBeonsapHas PMC nokanusyeTtcs ualle Ha
KOHEeYHOCTSX Unu Tynosuile [5].

B 1997 r. 661510 NpennoskeHo pa3neneHue nauueHToB
C TakuM HoBoobpasoBaHMeM Ha 4 cTafuu Ha OCHOBE
knaccudpukaumm TNM (rabrmua 1) [12, 13].

[Ons onpeneneHnst TakTUKM NIEYEHUS U NPOrHO3a
nauvenToB ¢ PMC ctpatudmumposanu Ha 8 noarpynn
(A-H), koTopble BnocneacTeun bbinM 06beanHEHbI B
4 rpynnbl pUCKa: HU3KOro, CTaHAAPTHOr0, BbICOKOrO W
oueHb BbICOKOro (Tabnmya 2). Tpynnbl pUcka 3aBUCAT
OT MPOrHOCTUYECKMX (DAKTOPOB, KOTOPble NPUBEAEHbI B
Tabrmue 3 [14]. MaumeHTbl ¢ MeTacTaTUYECKUMM Mopa-
skeHuamMmn (M1 no knaccudomkaumm TMN) BynyT Knaceu-
huumpoBaTbes Kak BonbHble co cTaguei IV He3aBUCMMO
OT Apyrux dhakTOpOoB pUCKa.

3PMC Hawmbonee yacTbl1 TMCTONOMMYECKWUI BapuaHT
PMC u sBnsieTcs 0OHOM M3 pacnpOCTPaAHEHHbIX CapKOM
MAFKMUX TKaHen B 0eTckoM Bo3pacTe — 4,5% nepuatpu-
ueckux crydyaes onyxonei [12]. Knetku aPMC umeioT
nopasuTenbHOe CXOACTBO C (POPMUPYIOLLMMUCS Ha
pasnnyHbIX 3Tanax aMbpuoreHesa HOPMasbHbIMU KNeT-
KaMu ckeneTHbIX Moty [9, 14, 15]. sPMC BcTpeuaeTcs
¢ vactoToi 0,104 cnyuas Ha 100 Tbic [16]. CpeaHuit
BO3pacT naumeHToB cocTaenseT 6,2 roga [12]. U3 Bcex
rucTonorunyeckux sapnantos aPMC no nporHosy sBnsi-
eTca Hambonee bnaronpusTHoW. MNATUNETHAS BbIKMBA-
€eMOCTb MaumeHToB ¢ 3PMC B obnactu ronosbl 1 weun
cocTaensetr 72% [15, 17]. TeHaepHoe COOTHOLLEHME
COCTaBnseT 3:2 B MOMb3y NaLMEHTOB MyxcKoro nosia [17].

MpakTnuecku nonosuHa 3sPMC Bo3sHMKaeT B obactu
ronosbl v Wwew [5]. B 3aBUCUMOCTU OT pacnonomeHus
OMyXx0fn FofloBbl W LWen AeNATCH Ha napaMeHuHre-
anbHble (50%), nepuopbutansHbie (25%) v Henapa-
MeHuHreanbHble (20%) [15, 18]. MapaMeHuHreanbHble
OMyXO0JIM Yallle BCEro fI0Kanu3ylTCs B HOCOMNOTKE U
MonocTH Hoca, NPMAATOYHbIX Masyxax Hoca, MoABuW-
COYHOM U KPbITOHEBHOM iIMKax, a Takxe B obnactu cpeq-
Hero yxa. o pesynbtatam MacLuTabHbIX MCCNENOBaHNM,
KoTOpble BbIM ONucaHbl B NUTEPATYpE, H5-NETHSS BblsKU-
BAeMOCTb Y MaLUMEHTOB C TaKOMN fOKanm3aumnen onyxonm
coctaenset 33,7% [12, 17].

IunchbdbepeHumanbHbIi AMarHos cnegyeT NPoBOAUTb C
nMMdoMon, HazohapuHreasnbHON KapLMHOMOW, HEMpPO-
3KTOAEpPMarbHOM OMyXos1bio, MMCTUOLMTO30M U3 KMETOK
INaHrepraHca, oboHATENbHOWM HepobnacTomomn, ocTeo-
CapKOMOW ¥ pasfnMyHbIMM MeTacTasaMu.
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MeTacTtasupoBaHue pabpoMmocapKkombl

Mo pe3ynbTaTaM MCCneaoBaHuUsi, BKIOYaBLLErO 69
naumneHTos ¢ PMC, 6bin0 BbisiBNeEHo, Yto 'y 37,7% peten
BO3HMKanu otpanexHsle Metactasbl. ¥ 27,5% 60onbHbIX
MeTacTasbl bbinm obHapykeHbl Npy nepBuyHOM obcne-
foBaHum [6].

HebnaronpuaTHaa nokanusauus OMyXonu u
CTapLUMii BO3pacT MauUMEeHTOB ABNSIOTCA DakTopamu,
MOBbILIAIOWMMI PUCK Pa3BUTUA OTAANEHHbIX MeTa-
CcTa3oB. B To BpeMs kak Apyrve MporHocTUyeckue
chakTopbl, HaNnpUMep pa3Mep MepPBUYHON OMyXOu,
anbBEONAPHBIA FUCTOMNOMMYECKUA TUN WM Hanuume
MeTacTa30B B PervoHanbHbIX MMMAaTUYECKnX y3nax,
He MoKasanu CBOIO CBA3b C OTHANIEHHbIMKW MeTa-
ctasamu. lMocnegHue 3 hakTopa, BeposiTHeEE BCErO,
OKas3blBalOT BIUSHME Ha OTBET ONyXOfM Ha neveHue,
NOKanbHbIA PeunanmB U CKOPOCTb pocTa obpasoBaHus
[6].

Hanbonee BbipaskeHO foKanbHOe npopacTaHue
PMC B bnusneskalwme TkaHu. [yTb pacnpocTpaHeHus
OTOANeHHbIX METACTa30B MOKET BbiTb FrEMATOMEHHBIM U
numdboreHHbIM. Yale Bcero MetacTtasbl obHapysuea-
I0TCH B NErkux, KOCTAX U nuMdpatnyeckmx yanax. OpgHako
BbINo MOKa3aHo, YTO MeTacTasbl MOTrYT SIOKaNIM30BaThCS
1 B HEOBbIYHBIX MECTAX, TaKMX KaK KOXa, ANYKN, Ipydb,
anNuaypanbHoe NPOCTPaHCTBO MO3BOHOYHOIO KaHana,
NpOMeKHOCTb. TakuMm obpasom, HeobxoamMMo aganTupo-
BaTb W noabupaTb MHAVBKMAYaNbHbIE METOAbLI M 0bnacTu
BM3yannsaumum AN Kamnoro naumenta [6].

B nuTepaType B BUAE KIIMHNYECKMX CITyYaeB C Ham-
ynem MeTacTaTuyeckoro nopaskenus LHC onucanb
4 nauwveHTa. lepBbii cnyyan bbin 3adhmkcupoBaH
rpynnon J. Prat n coasT. B 1977 r. Y nauueHTta 6bina
3PMC, koTopyto M3HauyanbHO pacLeHnBanu Kak nonun
Hapy»KHOro cnyxoBoro npoxoga. OgHako obpasoBaHue
HEeKOHTPONMPYeMO paspacTanocb BAOMb JIMLEBOIO
HepBa Yepe3 BHYTPEHHUIA CITyX0BOW MPOXOA Ha 060M0YKM
OCHOBaHWS FOMIOBHOIO MO3ra U BCEro CNWHHOIO MO3ra,
HECMOTPS Ha arpeccuBHYI0 KOMBUHMPOBaHHYIO Tepanuio
[19]. BTopoit cnyuaii MeTacTazaupoBaHusi No 060M04YKaM
orucaH B 1978 r. 310 cnyuan sPMC, nokanusoBaHHOM
B peTpocpapuHreancHon obnactu. LluTonormnyeckoe
nccrnepoBaHWe JNIMKBOpPa Ha HanuuMe OMyXoseBbIX
KNEeTOK BbIno oTpuuatenbHbiM [20]. Tpetuit criyyait Bbin
BbisiBneH cnycta noutn 30 net, B 2007 r., G. Keorochana
n coasT., 3PMC B aTom cnyyae MeTacTasvpoBana He
TOSIbKO B CMMHHOM MO3r, HO U B FpyaHyio KneTky [21].
UeTBepTbl Criyyaii METACTA3MPOBaHUS B CMIMHHOW MO3r
3PMC B obnactu npaBo# KpbiioHebHOM siMKM 3ape-
ructpupoBaH G. Yavas u coasT. B 2016 r. Uutonorus
NVKBOPa Takke bbina oTpuuatensHoi [7].

TakuM 06pasoM, Mbl MOXKEM CAenaTh BbIBOA, YTO BCE
HavoeHHble B NuTepaType cnydvam PMC, koTopbie mMeTa-
CTasnpoBasnu B CMUHHOM MO3r, UMenu SMOPUOHANbHbIV
FMCTONOrMYECKUI NOLTHWM, MapaMeHVHreanbHylo Noka-




KIIWHUYECKWUE HABNNIOAEHUA

N13aumio, 0fHaKO B MOMIOBMHE CryyaeB He Bbino uuTo-
NOrNYeckn BepuuLMPOBaHHbIX B IMKBOPE NMPU3HaKOB
MeTacTasunposaHus PMC. MNoaToMy Bu3yanusaums Bcen
LIHC Ha aTtane cTtagupoBaHusa 3abonesaHus Heobxogmma
npv NapaMeHnHrnansLHom nokanunsauum sPMC.

3AKITIOMEHUE

Cnyyan MeTacTasupoBaHusa no obonoykaM cnuH-
HOro MO3ra MM HEeNoOCPeACTBEHHO B CaM CMUHHON MO3T
KpaviHe pepnku. [TonoBMHa OnNUCaHHbIX B NutepaTtype
cnyyaeB MeTacTasupoBaHusi PMC B CNMHHON MO3r U
no ero obonoykaM vMenu oTpuLaTeNbHbIN pesynbTaT
LMTOMOMMYECKOr0 UCCNefoBaHNs JIMKBOPA Ha KETKM
onyxonu. B TakoM cnyyae MP-Bu3yanusauma — eguH-
CTBEHHbIN cnocob obHapyK1Tb 0TAaneHHble MeTacTasbl,
4TO, B CBOIO O4Yepefb, 3HAUYNTESNTbHO MEHSAET TaKTUKY
neyeHns nauumeHTa. [peAcTaBneHHbIR KITMHUYECKUM
Cryyal oTpaneHHoro MetactasmpoBaHusa 3PMC napa-

MEHWHreasibHOM foKanu3aummn SBIAeTCS NpUMEpoM TOro,
YTO CBOEBPEMEHHbBIE ANArHOCTMKA 1 BU3yanun3aums oTaa-
NEeHHbIX MeTacTa3oB No 0b6oloykaM CMMHHOIO MO3ra y
nauneHta ¢ PMC MoryT noBnusiTb Ha cTagupoBaHue u
BbIBOp TaKTUKM NneyeHus 3abonesaHus.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

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