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Pabpommrocapkoma — 370Ka4yecTBEHHOE HOBOOOPa30BaHWe, pa3BUBaIOLLEECs U3 IMOPUOHANBHBIX ME3EHXUMATbHbIX KNETOK.
3a6071eBaeMOCTb AaHHOI NaToNormeil cocTaBnseT 4,3 cnyyas Ha 1 MAH JETCKOro HaceneHus B rofl. PacnpocTtpaHeHHOCTb
OMNYX0IEBOr0 MPOLEcca OLEHWUBAETCA Ha OCHOBAHMM [AHHbIX KOMMIEKCHOT0 006CNefoBaHus, BKNIOYAIOWEro MarHUTHO-
Pe30HaHCHYI0 TOMOrpaduio C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM, YNLTPA3BYKOBOE UCCIEA0BaHME NEPBUYHOTO 04ara 30H
PErvoHapHOro 1 0TAANEHHOTO METACcTa3NPOBaHUS, KOMNbIOTEPHYIO TOMOrpaduio U PafMon30TONHbIE nccnefoBaHus. 06was
5-N1eTHAS BbIXKMBAEMOCTb IOKaNN30BaHHOI pabaomuocapkomsl gocturaet 70 %. Y 20-25 % nauneHTOB Npu UHULMANBHON
AMarHoCTUKe HabnaaeTcs oTAaNeHHOe MeTacTa3upoBaHuUe B NIErKNe, KOCTU, KOCTHbIA MO3T, YTO 3HAYUTENbHO YXYAlaeT
nporHo3. ®akTopamu KpaiHe HebnaronpMATHOrO NPOrHO3a TeYeHUs aNbBEONAPHOI pabAaoOMUOCAPKOMbI ABAAIOTCA BO3-
HUKHOBEHME PErMoHapHbIX U OTAANEHHbIX METACTAa30B A0 Hayana cneundmryeckoro nevyeHus, AMCCEMUHALNUA ONYXONEBOMO
nopaXkeHWs B NpoLecce Tepanuu, a TaKKe Hanuyue TpaHCIOKaUMKM ydacTka 13ql4. B nybnukaumsax umetoTcs faHHble
0 BbICOKOW pacnpoCTPaHeHHOCTU MeTacTa30B [AaHHOTO 3/10Ka4eCTBEHHOTO HOBOOOPA30BaHMA B NOMKENYLOYHYIO XKenesy
(11,2 %). Npu HanMYUKM METACTATUYECKOTO MOPAXEHUS MOAXKENY[OUHON KeNe3bl XMPYPruyeckoe BMellaTenbCcTBO Ihdek-
TUBHO TOJIbKO B COMETAHUMN C XMMUONYYeBOi Tepanueit. OTRaneHHble pe3y/bTaThl 1eYeHUs JaHHOM KOropThl AeTeil HeyaoB-
NeTBOPUTENbHbIE B CBA3M C BbICOKUM PUCKOM Pa3BUTUA peuuamsa U SUCCEMUHALUM ONYXONK.

Llenb pa6boTbl — n3yyeHne GakTopoB PUCKa, OLIEHKA METOJ0B U NePCNEKTUB NeYeHNs [eTell C MeTacTaTYeckuM nopaxe-
HUEM NOAXKEeNyA0UYHON Xenesbl NpU anbBeONAPHOI pabLomMMocapKkoMe NapamMeHnUHreanbHoi nokanusauum. B cratee pac-
CMaTpUBAIOTCA 3 KAMHUYECKUX Clyyas TAKOro nopaxeHus. Mbl XoTUM 06paTUTb BHUMaHWE AETCKMX OHKONIOTOB U PeHT-
reHONOroB Ha BO3MOXHYIO CBA3b Pa3BUTWUA MeTAacTa30B B NMOMXKENYAOYHYIO Xene3y y feTed C noKanusauuen
pabaomuocapkoMbl B 061aCTH rOIOBBI U WeK, YTO TpebyeT CoBepLIEHCTBOBAHUA NMPOTOKOA0B 06CNe0BaHUs Y 3TOM rpynnbi
nauMeHToB.

KnioueBble cnoBa: getu, anbBeoJiipHasn pa6n0MM0capKoma, XUMuoTepanua, nyyesasa Tepanua, metactasmpoBaHue, noa-
XenynoyHasa xenesa
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Rhabdomyosarcoma is a malignant neoplasm that develops from embryonic mesenchymal cells, with an annual inci-
dence of 4.3 cases per 1,000,000 children. The prevalence of the tumor process is estimated on the basis of data from
a comprehensive examination, including magnetic resonance imaging with intravenous contrast, ultrasound examina-
tion of the primary focus of regional and distant metastasis zones, computed tomography and radioisotope studies.
The overall 5-year survival rate for localized rhabdomyosarcoma reaches 70 %. During the initial diagnosis, distant
metastasis to the lungs, bones, and bone marrow is detected, which significantly worsens the prognosis in 20-25 %
of patients. The factors of an extremely unfavorable prognosis for the course of alveolar rhabdomyosarcoma are the oc-
currence of regional and distant metastases before the start of specific treatment, dissemination of the tumor lesion
during treatment, and the presence of translocation of the 13q14 sector. Publications contain data on a high (11.2 %)
prevalence of metastases of alveolar rhabdomyosarcoma in the pancreas. In the presence of metastatic lesions of the
pancreas, surgical treatment is effective only in combination with chemoradiotherapy. Long-term results of treatment
of this cohort of children are unsatisfactory due to the high risk of recurrence and dissemination of the tumor.

Aim. To study risk factors, evaluate methods and prospects for the treatment of children with metastatic pancreatic le-
sions in parameningeal alveolar rhabdomyosarcoma. The article considers three clinical cases of such a lesion. We
would like to draw the attention of pediatric oncologists and radiologists to the possible association of metastases in
the pancreas in children with localization of rhabdomyosarcoma in the head and neck region, which requires improve-
ment of examination protocols in this group of patients.
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BBepeHue

310KayeCTBEHHBIE OITyXO0JIU ITapaMeHUHIeaIbHOM J10-
KaJu3alKu IpencTaBIeHbl Pa3IMUHBIMU 110 MOPGOJIOTUMN
HOBOOOPa30BaHMSIMM, KOTOPBIE PACITONIOXEHBI B ITOJIOCTU
HOCa, HOCOIJIOTKE, OKOJIOHOCOBBIX ITa3yxax, IMTOJABUCOYHOMN
U KPBUIOHEOHO! sIMKax, cpeaHeM yxe. Cpeau oImyxoJeit
roJIOBbI U 11Ie HanboJiee 4acTo BCTpeyaeMoii HO30J10Truei
y IeTell SBJISIIOTCS CapKOMBI MSITKHX TKaHEH, MpU 3TOM
npeobaanaer pabgomuocapkoma (PMC) (60 % ciaydaes).
JlaHHas maToJiorus NmpeacTaBiseT coooit HauboJjee pac-
MPOCTPAHEHHBII BApUAHT capKOM MSTKUX TKaHei. YacTo-
Ta ee BOBHUKHOBEHUS cocTaBisieT 4,3 ciiydas Ha 1 MIIH
nereii [1]. Hanbonee pacnpocTpaHeHHbBIE TUCTOJIOTMUECKIE
BapuaHThl PMC — sMOpuoHanbHbIii (60 %) 1 anbBeossp-
Hblii (20 %) [2].

AnbBeonsipHblii BapuaHT PMC accouuupyercs ¢ Kpaii-
He arpeCCUBHBIM TeUEHHEM 3a00JIeBaHUS U HEOIaronpu-
STHBIM ucxonoM [3]. YacToTa reHeTHYECKUX aHOMAaIWii
¢ yyactueM reHa FOXO1 (FKHR) npu 3TOM BapyuaHTE OIy-
xoiu pocturaet 78 % [4]. Ans onpeneiaeHUs: AeTeKLIUU
nepectpoiiku reHa FOXO1 ucnonb3yloT MeTon (uyopec-
LIEHTHOM rudpunu3aiuu in situ (fluorescence in situ hybri-
dization, FISH) [5].

HUccnenoBaTenu AeTCKONH OHKOJIOTMYECKOM TPYIIIIbI
(Children’s Oncology Group, COG) nmpoBeJin peTpoCIeK-
TUBHBIN aHAJIU3 MMAllMeHTOB, BKIIOYEHHBIX B IIPOTOKOJIBI
neueHus nereit ¢ PMC rpynmsl Beicokoro pucka. Craryc
TpaHciaokauu reHa FKHR (13q14) koppeanpoBai ¢ Kiav-
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HUYECKMMHU XapaKTepHUCTUKAMU MPU ITOCTAHOBKE AMATrHO-
3a, BKJIIOYAs BO3PACT, CTAAMIO, TMCTOJIOTMYECKOE CTPOEHUE
OITyXOJI U CTENTEHb METACTATUYECKOTO MOpaxkeHus [6].

Cuuraetcs, uro PMC yaiiie Bcero MmeractasupyeT B JieT-
KHE, KOCTU, KOCTHBIH, TOJIOBHOI MO3I M IMM(aTU4YeCKHe
y37bl [7]. MeTacTassl B OMXKENyI0YHOI Xene3e Mpu ajlb-
BeossipHoii PMC BcTpeyaloTcst KpaiiHe peako.

B 1969 . EM. Enzinger u coaBT. B X0O/ie ayTOIICUU U3~
YYWIM MUKPOCKOIMYECKYE MpernapaTbl U3MEHEHHOM MO/~
JKEJTYIOUHOM KeJie3bl U BbISIBUJIM METaCTaTUYECKUIA PO~
necc anbBeonsipHoit PMC [8].

Haubosee pacnpocTpaHeHHBIMU JIOKAIU3ALUSIMU
PMC sBngiorcs o6macTb royioBsl 1 men (25 % ciydyaen)
Mo4enoJioBoit TpakT (31 % ciy4daeB), KoHeuHoctu (13 %
ciydaeB) [9]. Pexe omyxoJib TOKaIu3yeTcsl B TPyIHOM CTEH-
Ke, opraHax oproiHoii mojioctu [10].

WccnenosaTtenu u3 aerckoii 6oapHuLbl KaaudopHuii-
ckoro yHuBepcutera (Can-®panuucko, CIIA), boabHu-
LI 1719 OOJIbHBIX AeTelt nmpu YHuBepcutete TopoHTo (To-
poHTto, CIIA) u JleTcKoii nccaenoBaTebcKoit 00JIbHUIIBI
CB. Mynwr (St. Jude Children’s Research Hospital) (Mem-
¢uc, CIIIA) onucanu cepuio ciiyyaeB anbBeonsipHoii PMC
(n=171) 3a mepuon ¢ 1998 o 2009 . ¥ BbIIBUIX § MaLIM-
eHTOB C anbBeosiapHoii PMC 1 MeracTtaTuyecKuM nopa-
JKeHUEM MOoIKeTyaIouHoM XKefesbl [11]. Bo Bcex onmmcaHHbIX
B MEIMIIMHCKOM JIUTepaType Caydasx pa3BUTHS METaCTa30B
B MOKEJIyI0YHOM XeJie3e HabIomaaach ajabBeossipHast
PMC [8, 12].



Ien IGF-I1I, pacnonoXeHHbIE Ha KOPOTKOM TIIjeue
11-1 XxpOMOCOMBI, KOIUPYET MHCYJIUHOIIOAOOHBIM (pakTOp
pocra 2 (IGF-II), kotopslii yyacTByeT B (pOpMUPOBAHUM
MBIIIEYHBIX BOJIOKOH. [ledekTnl reHa IGF-11 cnocoOcTBY-
1oT runepaktuBanuu 6enka IGF-II, TeM caMbIM akTUBUPYS
HeNpepbhIBHOE KJIETOUHOE eJIEHNE, KOTOPOE CIIOCOOCTBY-
€T 3JI0KaYeCTBEHHOM TpaHchopMaLlMK KiIeToK. MyTtalunu
B reHe IGF-II accounypoBaHbl ¢ cMHApoMOM bekBura—
Bunemana, PMC u Hedpobnacromoii [13].

HUccnenoBanue O.M. El-Badry u coaBt. moka3zaJo,
yT0 B 13 13 14 cmyyaeB PMC oTMeuaeTcsl BBICOKUi ypOBEHb
akcrnpeccuu matpuuHoit PHK IGF-11 u MPHK peuenTo-
poB uHcynrHoIonooHoro ¢akrtopa pocra 1 (IGF-I), ko-
TOphle, KaKk cuutaetcs, omnocpenyiotr BausHue IGF-11
Ha MBIIIEYHbIE KJIETKU. DTU JaHHbIE CBUIACTEIbCTBYIOT
0 TOM, 4TO 3HAoreHHo nmpoayuupyembliii IGF-11 aBnsgerca
¢daxropom pocta PMC [14].

TpaguimoHHbIE METONBI MCCIIEIOBAHMSI, CIIOb3yeMbIe
IIJIST OLICHKY pacIIpOCTPaHEHHOCTH OMyX0JIEBOTO Mpoliecca
npu pazsutun PMC napameHUHTIeanbHOM JJOKaIU3alluu,
BKJIIOYAIOT B C€0s1 MArHUTHO-PE30HAHCHYIO TOMOTrpaduio
(MPT) ocHoBaHUs Yepera 1 TOJJOBHOTO MO3Ta, KOMITbIO-
TepHyto ToMorpacduio (KT) opraHoB rpyIHO# KJIETKU, Yiib-
Tpa3ByKoBoe ucciegoBanue (Y31) nmumgarnueckunx y3aoB
LY U OPraHOB OPIOIIHOM MMOJOCTH, LIUTOJIOIMYECKOE UC-
cJieoBaHKE KOCTHOT'O MO3Ta M CIIMHHOMO3TOBOM XKUIIKO-
ctu. OgHako KT u MPT opraHoB OpioiiHoii MMoJiocTi
C BHYTPUMBEHHBIM KOHTPAaCTUPOBaHUEM HE BCETIa SIBJISIOT-
Csl yHUBEPCATbHBIMU METOIAMU TMArHOCTUKH OITyXOJIEBO-
O MopaxkeHMsI MOIKeTyI0UHOH XKee3nl. MccaenoBaTenn
n3 JleTckoii ucciaenoBaTenbckoit 0oabHuULIBI CB. Mynsl co-
OOIIMUIM, YTO NPOBEAEHUE MO3UTPOHHON 3MUCCUOHHOMN
toMorpacduu, copmetieHHoi ¢ KT (ITOT-KT), ¢ ¥drop-
ne3okeurmoko3oi (F-OJIIN) no3Boaniio yaydinuTh 11ua-
THOCTUYECKMI MTOUCK OTIAICHHBIX METACTATMUECKUX OYa-
roB ipu PMC. 1o nx jaHHBIM, MeTacTa3bl B IMOMKETYIOYHOM
XKeje3e y MalMeHTOB C 3TOM IaTOJOTUEN, BBISIBICHHbBIE
npu [1OT-KT, nsHayanbHO He ObUIM BU3YaJIM3MPOBAHBI
B xone KT u Y3U opranoB OprouiHoi monoctu [15].
G. Norman u COaBT. TAKXXe MMOATBEPXKIAIOT TOT (haKT, YTO
IMDT-KT ¢ BF-®OTI 3aHnMaeT BaXKHOE MECTO KaK B KOM-
IUIEKCHOM 00CJIeN0BaHUY ITPY MHULIMAJIBbHOM TUarHOCTH -
K€ OITyXOJIEBOI'0 Mpoliecca, TaK U B OLIEHKE OTBETa Ha IIPO-
BoauMoe JiedeHue [16]. B HeCKOIbKMX ONMyOJIMKOBAaHHBIX
HCCIIeAOBaHUSIX OBLIO MoKa3aHo, uTo nodapneHue [IDT-KT
K TPaaUIIMOHHBIM METOJAaM IUArHOCTUKU YBEJIMYMBACT
TOYHOCTbH OINpeneaeHNs cTanuu 3adoneBanus [17—19].

Iens nccnenoBannsas — U3y4UTh (paKTOPHI pUCKa, Olle-
HUTb METOIIbI TMATHOCTUKU U MIEPCIIEKTUBBI JIEYCHUS Me-
TaCTaTUYECKOTO MOPaXKEeHUS MOMXKETYIOYHON Keae3bl
npu anbBeoisipHoit PMC mapamMeHMHTIeaabHOM JTJoKaan3a-
LU Y ICTEH.

MBI IPUBOAUM CEPUI0 KIMHUYECKUX CIyJyaeB MeTa-
CTaTUYECKOTO MOPAXKEHMUSI MOIKETYIOYHOM XKeJIe3bl y Ta-
LIMEHTOB ¢ anbBeosisipHoit PMC mapameHUHIeanbHOM

Clinical case

JIOKaIM3al1u1, KOTOPbIM IPOBOAMIIOCH JieueHre B HayuHo-
HCCIEIOBATEIbCKOM MHCTUTYTE IETCKOM OHKOJIOTMU U Te-
Marosiorny HalyoHalbHOro MEIUIMHCKOIO UCCIeaI0Ba-
TeJIbcKOro LieHTpa onkonoruu um. H.H. broxuna (HUA
A0url).

KnuHuueckuit cnyyai 1

Anamnues wcuznu. Maavuux M., 3 sem, om 1-ii pu-
3U0n02UtecKoil bepemeHHOCU, [-X camocmosmenbHbix
podos. Macca mena npu poxcoenuu — 3180 e, pocm — 50 cm,
8/ 9 6annoe no wkane Aneap. Ilepuod HosoposcdenHocmu
npomexkan 6e3 ocobenHocmeil. Pebenok poc u pazeusancs co-
enacHo eo3pacmy. M3 nepenecenHbix 3abonesanuii: ocmpoe
pecnupamopHoe 3abo1eanue. Bakyunayus He npogoouracs.
OHKOM02UMecK ULl AHAMHE3 He OmseoujeH. 310Ka4ecmeeHHbIX
H08000pA306aHUI 8 ceMbe Uy Oaudcaiuux poocmeeHHUK08,
€O €106 Mambl, Hem.

Anamues 3aboaesanus. Pooumenu cuumaiom pebenka
boavHbiM ¢ urons 2018 e., koeda énepevie 3amemuau omeu-
HOCMb NPAsoil NOA08UHBL AUYa, cae3ocmoanue cnpasa. 06-
pamuauce K neduampy u 0Qpmansmonoey no Mecmy JHcumens-
cmea. Pexomendosano donoanumenwvHoe obcaedosaHue,
10 pe3yabmamam Komopo2o 8bis6,1eH0 HO8000Pa306aHUe Msie-
Kux mkauet eepxueil yearocmu. Pooumenu nayuenma camo-
cmosmenvHo oopamuaucs 3a koucyrsmauvuei 6 HUH Jl0Oul,
2de 0bL10 8bINOAHEHO KOMIAEKCHOE 00cAed08anue, Ha OCHO8A-
HUu Komopoeo nocmasiaex duaeros: anvgeoaapras PMC na-
pameHuneeanrvroll aoxasuzayuu, TIbNOMO, II1 cmadus.
B xo00e monexynsapro-eenemuueckoeo uccaedoganus memooom
FISH c ucnoavzosanuem gayopecyenmuoeo 3onda FOXO1
Break Apart FISH Probe Kit (CytoTest, CIlIA) ¢ 85 % onyxo-
/1€8bIX KNeMOoK 00HapydceHa mpanciokayus yyacmka 13q14,
XxapakmepHas 045 anvseoasproil PMC. B nepuoo c 24.07.2018
no 15.01.2019 nayuenm noayuun noAHY0 NpopammHylo me-
panuio no Npomokony capkom msexux mxareii (2015). C an-
eaps 2019 e. naxoduacs 6 pemuccuu.

Ilo pe3yrsmamam konmpoavrozo obcredosanus — MPT
OCHOBAHUS Yependa U 20108H020 M0324 ¢ 6HYMPUBCHHBIM
Konmpacmupoganuem — 6 okmsaope 2019 . evia61eHo Ha-
Konaenue paduogapmnpenapama (PPII) ¢ yzroeom 06-
PA308anuy nNpagoil noO4eAl0CMHOU CAIHHOU Jcenesbl,
4mo Obi10 PACUEHEHO KAK Memacmamu4eckoe nopajcerue.
Ilocae yoarenus memacmamuyeckoeo ovaea 6 nepuoo
¢ 31.10.2019 no 01.02.2020 peberok noayuua noAHy npo-
2PAMMHYI0 NPOMUBOpeyUudusHyr0 mepanuro. boira docmue-
HYma no8mopHas pemMuccus.

Ilo dannvim MPT ocHoeaHus uepena u 20108H020 M032a
¢ GHYympueeHHbIM KoHmpacmuposaruem 6 urone 2020 e. 6ol-
s61eHo Hakonaenue PDII 6 meduansHoll npsmoii mbiuiye npasoil
opbumul (pazmepsl Hogoodpazoearnus 1,0 x 0,6 x 0,8 cm),
no dannvim KT-uccaedosanus opeanoé epyonoil norocmu —
Memacmamuueckoe nopadcerue 1e204Holl mxkauu. B nepuoo
¢ 31.07.2020 no 03.03.2021 peberok noayuun noaHyo npo-
CDAMMHYI0 RPOMUBOPEUUOUBHYI0 Mepanuro 3-ii AUHULU, nOCAe
KOmMOopoll 6H08b 00OCMUSHYMA PeMUCCUS.
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1o pezyavmamam koumpoavroeo Y3H opearnos bprowtHoll
noaocmu 6 anpene 2021 e. 6 obaacmu 1e60il nNoA08UHbI Meaa
U X80CMa no0xucenyd04HOL Jcene3sbl BbisI8AEHO ONYX0ae60e
Hogoobpa3zosanue pasmepamu 4,4 x 2,8 x 3,2 cm, cmpykmy-
pa Komopoeo npedcmagieHa euno- u eunepIX0eeHHbvIMU
yuacmkamu.

Dusuxaavnasn duaznocmuxa. lpu ocmompe cocmostue
pebenka 6vi10 cpedHeii cmenery majcecmu 3a C4em 0CHOBHO-
20 3abonesanus. boas 6 scusome He becnokouna, 8uOUMbIX
KAUHUHECKUX NPOSIGACHULL NOPACEHUs NOOXNCeNYIOUHOU Jce-
/1e3bl U neveHu He OMMe4anocs.

Ilposedennvie obcaedosanus. Ilo oannvim MPT opearos
OPHOWHOL NOAOCMU ¢ BHYMPUBEHHBIM KOHMPACMUPOBAHUEM
8 mese u xgocme nooiceay0o4Hol dcenesvbl onpedensnocs 00s-
eMHOe HO8000pA308aHUe HENPABUABLHOU (HOPMbBL C HeuemKUMU
Koumypamu pasmepamu ~6,1 < 4,3 x 3,7 cm. Cmpykmypa
H08000pa308aHUsi HeOOHOPOOHAS, CONUOHASL, NPU GHYMPUBEH-
HOM KOHMPACMUPOBAHUU OMMEHAN0Ch YMEPEHHO UHMEHCUBHOE
HepagHOMepHOe HaKONAeHUe KOHMPACMHO20 NPenapama ony-
xoavto, 8 pexcume DWI (diffusion weighted imaging, oughgy-
BUOHHO-836eUleHHOe U300padiceHue) Haba0aI0Cch OepaHu4eHue
dugpghy3uu onyxonesvim Hosoobpazosaruem (puc. 1).

1lo dannoim TIDT-KT ¢ S F-DIIT, nposedennoii 21.04.2021,
omme4anocv HepagHomeproe Hakonaenue PDII ¢ o6semHom
HOB000PA306aHUU, UCXO0AWEM U3 eAd U XB0CMA NOOXHCeny-
dounoti ncenesvl (SUV —— makcumanvhovlii cmanoapmusupo-
8aHHbLI yposeHb 3axeama, maximum standardized uptake
value — 5,6), pasmepamu 6,0 x 3,7 cm, Komopoe OmmecHsA0
JACeny00K 1amepanvio U knepeodu, npoceem iceayoka coxpa-
HeH. Tono06xa nodacenydounoii scenesnl He yseauuena, 6e3 oug-
epenyupyembix 00seMHBIX 00PA308aHUIL U 04208 NOBGbIULEH-
Hoeo naxonaenuss POII. [lo xody xceaydouno-kuuieunozo

Knuxuyeckui cnyvai

mpaxkma Haba0as0ch paemeHmaproe Hecheyugpuueckoe
nakonaenue POII (puc. 2).

Ilo oanuvim KT opeanos epyownoii kaemku omme4ancs
pocm y3106bix 00pazoeanuil ¢ ooaacmu S, npasoeo 1eek020
(c 1,3 % 0,400 2,2 x 1,3 cm) u cybnaeepanvholii o4ae pazmepom
0,6 cm. B reeom aeckom napameouacmuHanbHo gvisigaeH y3en
pazmepamu 2,0 x 0,7 cm. Ilo dannoim Y3U aumpamuueckux
3108 weu, MPT ocnosanus uepena u 20406H020 M032d
¢ GHYMPUBECHHBIM KOHMPACMUPOBAHUEM, A MAKICEe YUMO-
A02UHECK020 UCCACO08AHUSL KOCIHO20 MO32a U CNUHHOMO3-
20801 HCUOKOCU MemAacmamu4ecko2o nopaxiceHus He 00-
HapyiceHo.

Ilocae komnaekcholl ayueeoil duazHocCmuKu nposedeH
KOHCUAUYM OemCKUX OHK010208 U XUPYPeO8 U 8 C653U ¢ npo-
epeccuposanuem 3a004e6aHUs, HAPACMAHUEM De3UCEeHm -
HOCMU ONYX0AU U NOAHBIM UCHOAb308AHUEM KYPAMUBHBIX
803MOJICHOCTeEI] ObLA0 PUHAMO PellerUe 0 MOM, Yo CHeyl-
anbHOe NPOMUBOONYX0Ae80€ NeUeHle He NOKA3AHO.

IIpoeno3 y dannoeo pebenka kpaiine HeOAa20NPUAMHDYLIL.
Ha momenm nanucanus cmamou o1 ckon4ancs, nepuod 0o-
acumus cocmagun 4 mec. Ha momenm cmepmu 6o3pacm pe-
benka — 4 eoda.

KnuHuueckuit cnyyai 2

Anamnues wcusnu. Maavuux b., 10 nem, om 1-ii pu-
3uon0eueckoll bepemenHocmu, 1-x camocmosmenbHbix
podos. Macca meaa npu poxcdenuu — 3420 e, pocm — 53 cm,
8/8 6annoeé no wikanre Aneap. Ilepuod HoopoicdenHocmu
npomekan 6e3 ocobennocmeii. Poc u passusancs coenaco
so3pacmy. H3 nepenecenHbix 3a601e6aHULL: 0Ocmpoe pechupa-
mopHoe 3a604e6anue, eempsaHas ocna 6 so3pacme 5. aem. Ilpo-
6edena eaxyunayus coeracho Hayuonanrvhomy kasendapro

Puc. 1. Maenumno-pe3zonancnas momoepaghus nayuenma M., 3 rem. Memacmas anbeeonsipHoii paboomMuocapkomvl 8 mese u Xeocme no0X#Ceay0oOHHOU Jcene3bl
pazmepamu 6,1 x 4,3 x 3,7 cm: a — 6 peacume DWI (diffusion weighted imaging, ouggy3suonno-e3geuennoe uzobpaxcerue); 6 — ADC-xapma (ADC — apparent
diffusion coefficient, uszmepsemoiii Koagguyuenm oughghysuu), nocmpoernas Ha ocHosanuu pe3yasmamoe DWIT

Fig. 1. Magnetic resonance imaging of patient M., 3 years old. Metastasis of alveolar rhabdomyosarcoma in the body and tail of the pancreas sized 6,1 % 4,3 x 3,7 cm:
a — DWI (diffusion weighted imaging) mode; 6 — ADC (apparent diffusion coefficient) map, built on the basis of DW1 results
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Puc. 2. Jlonoanumensnuie uccaedosanus nayuenma M., 3 rem: a — nogwi-
weHue HaKonaeHus '*hmopoe3okcuzniokossl 8 006eMHOM HOB00OPA308aHUL,
Ucxoo0swemM U3 meaa u Xeocma nooxceay004Hol ycenessl, 60 PPOHMANbHOU
npoeKyul Ha NO3UMPOHHOL IMUCCUOHHOL MOMOepaUU, COBMEUSEHHOU ¢ KoM~
notomeproti momoepagueti ([13T-KT); 6 — npoekyus MakcumanbHoil UH-
meHcusHocmu (maximum intensity projection, MIR) na yposne memacmasa
6 nodacenydouroil xcenese 6 pexcume KT 6 akcuanvbHoli npoekyuu,; 8 — npo-
exyust MIR na yposre memacmasa 6 nooxsceny0o4Hol Jcenese 8 COBMeUjeHHOM
pexcume [IIT-KT ¢ akcuanrvHoil npoexyuu

Fig. 2. Additional studies of the patient M., 3 years old: a — increased accu-
mulation of "*fluorodeoxyglucoses in a volumetric neoplasm originating from
the body and tail of the pancreas in the frontal projection on a positron emis-
sion tomography — computed tomography (PET-CT) study, 6 — projection of
the maximum intensity projection (MIR) at the level of pancreas metastasis in
the CT mode in the axial projection; 6 — MIR at the level of metastasis in the
pancreas in the combined PET-CT mode in the axial projection

npugueok. OHKOA0UHeCK ULl aHAMHe3 He Oms2oujeH. 310Ka-
YeCMeeHHbIX HOB00OPA306aHULL 8 CeMbe U Y OAUNCATIUUUX POO-
CMBEHHUK08 pebeHKa, CO C108 MAMbL, Hem.

Anamnes 3abo0aeeanusn. Mama cuumaem pebenxa 6016~
HuiM ¢ ageycma 2017 e., koeda 3amemuna nosiéierue nepuo-
OurecKux nu30006 000CMpPeHUs: KOHBIOHKMUBUMA U pUHUMA.
Ha gpone npomueosocnasumenvroii mepanuu 6vis64eH0 yge-
Auvenue aumgpamuyeckux y3n06 weu. Tayuenm nanpasien
6 HUU JIOul oaa duaenocmuxu u danvHeiluezo ae4eHus.
bBbL10 6vinoaneno kommnaekcrHoe oocaedoganue, Ha OCHOBAHUU
Komopoeo nocmaeneH duaeHos: arveeosapras PMC napame-
HUH2eanbHOI N0KAAU3AUUU, MeMACMAamu4eckoe nopaxyceHue
AUMPAMUYECKUX Y3108 wel ¢ 2 CMOPOH, epyOUHbL U NO360HKO8
VI, X, Th, T2bNIM1, IV cmaous. B xode monexysapro-ee-
Hemuueckoeo uccaedosanus memodom FISH c ucnoavzoea-
Huem gayopecuyenmroeo 30nda FOXO1 Break Apart FISH
Probe Kit (CytoTest, CIIIA) ¢ 80 % onyxoaesbix kaemok 06-
Hapyycena mpauciokauusa ywacmka 13q14, xapakmepuas
011 anveeoasproit PMC.

Clinical case

B nepuod ¢ 25.10.2017 no 21.01.2019 peberok noayuua
NOAHYI NPOSPAMMHYIO MEPANUI N0 NPOMOKONAY CAPKOM Msie-
Kux mkateil epynnst evicokoeo pucka (2015). Ilo danunomy
npomoxony npogodumcs 18 Kypcoe xumuomepanuu 6 atomep-
Hupytowem pexcume no cxeme VAC / VDC / IE / VIR (sun-
Kpucmu 6 doze 1 me /M 6 1-ii, 8-ii u 15-it Onu, yuxaogocghan
6 doze 1200 me / m? ¢ 1-il denv, daKmuHoMUyuUH 6 0o3e
0,045 me / ke 6 1-ii Oenv,; sunipucmun 6 doze 1me /m? 6 1-ii,
8-it u 15-ii Onu, doxcopybuyun 6 0oze 37,5 me / M 6 1-it u 2-it Onu,
yuknogpocgpan 6 doze 1200 me / m? 6 1-ii denv; ughocpamuo
6 0o3e 1800 me / m? 6 1—5-ii Onu, smonosud é doze 100 me /
M2 6 1—5-i1 Onu; sunkpucmun 6 doze 1 me /M ¢ 1-ii, 8-it u 15-ii
OHu, upuromerat é doze 50 me / m?> 6 1—5-ii Onu).

B ansape 2019 e. 3apecucmpuposana pemuccus. C anpe-
a5 2020 e. pebenka nepuoduuecku cmanu 6ecnokoums 60au
8 Jcugome, OMMEHAAUCy MOUHOMA, 0OHOKPAMHAS PBOMA.
Ilo pezysvmamam KomniaekcHoeo 06caedoganus no mecmy
JACUMENbCMEa OOHAPYIHCEHO 00B6eMHOe HOB000PA308aHUe 20-
A08KU nodxcenydounotl xcenesvl. 06.05.2020 evinonneno one-
pamusHoe emeuwamenbcmeo ¢ obseme AanapoCKONU4ecKoll
buoncuu onyxoau nooxiceay00HHoll ceaesvl ¢ Yeabro Mopgo-
Aoeuueckoi eepuguxayuu. Ilo OauHbIM 2UCMOA02UHECK020
sakaovenus — PMC. Ilayuenm nanpaenen ¢ HUU J[Oul
02151 donoaHumenbHo20 06¢1e008aKUs U NPOMUBOPEUUOUBHOLO0
AeueHus.

Dusuxaavnasa ouaznocmura. Ipu nocmynaenuu 6 HUH
JOul cocmosinue pebenka 6b1.10 madiceabim 3a CHem 0CHOBHO-
20 3a601e6anus. Ommenanacs 8vipaxrceHHAs 604b 8 Jcusome
(6—7 6annoe no euszyarvHo-ananoeoeoi wikanre (BAII) un-
mencusHocmu 60au). KodcHbie nokpogel u eudumeie causu-
cmule 01e0HO-1UMOHHOR0 Ygema. XKugom yeeauueH 3a cuem
00BeMH020 00pPA306aHUSL, KPALl neveHu NAOMHbBLU, 21acmuy-
HbLil, blcmynaem u3-noo Kpas pebepuoii dyeu Ha 3 cm. Om-
Mmeuaromes obecygeuusanue Kaia U NOMeMHeHUe MOUU.
Ha momenm ycmanosaenus peyuduga 3a601e8aHus 803pacm
pebenka — 10 1em.

Ilpoeedennvie obcaedosanus. s noomeepicoenus
peuuousa 3adoneeanus 8 ycrosusx HUH JJOul’ nposedero
KomnaekcHoe oocaedosanue nayueuma. Ilo dannoim MPT
0pean06 OPIOWHOL NOAOCTU C 6HYMPUBEHHBIM KOHMPACU-
posanuem om 14.05.2021 6 20106Ke nodicenydouHoil Hceneswl
8bl5181€HO 00BEMHOE HOBO0OPA306aHUE HENPABUABLHOU (hOPMbL
¢ HewemKuMu KoHmypamu pazmepamu ~7,2 x 5,7 x 7,2 cm.
Cmpyxkmypa 0b6pa306anus HeoOHOpoOHas, coaudnas. Ilpu eny-
MPUBEHHOM KOHMPACMUPOBAHUU OMMEUACMCS YMEPEHHO
UHMEHCUBHOe HepABHOMepHOe HAKONAeHUe KOHMPACMH020
npenapama onyxoavto. Ilapenxuma meaa u xeocma noodice-
AY00UHOIL Jcene3bl He U3MeHeHA, BUPCYH208 NPOMOK YeeauUeH
(pasmepbr na momenm uccaedosanus 0,2 < 0,3 cm). Boisene-
HO, 4MO YpesHblil CME0A U HAHAAbHble 0MOenbl eco 6emeeil,
BEPXHASL OPbIICCeUHAs apmepust, 60POMHAS 8eHA NPOXOOSM
6 moauje 00pa308anus, makice onpedeisromes YacmuyHo
CAUBANOUWUECS NAPAAOPMAAbHbIE, NAPAKABANbHYIE U AOPIMOKA-
8anbHble AuMPamuueckue vl pasmepamu 2,6 < 1,3 x 3,7 cm
(3a HUXICHETl NOOLL BeHOI HA YPOBHE NPABOIl NOHEUHOU HONCKU).
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Knuxuyeckui cnyvai

Puc. 3. Maenumno-pezonancnas momoepagusa nayuenma b., 10 aem, npu unuyuanrvHoil duaenocmuke: a — 6 pexcume T2-BH c nooaenenuem cuenanra
om xcupoeoil mxawu; 6 — 6 pexcume T1 ¢ nooaeaenuem cueHara om HCUposoi MKaru 00 86e0eHuUs: KOHMPACMHO20 npenapama, 6 — & pexcume T1 ¢ nodasae-
Huem cUeHaAa om HCUpo8oil MKAHU Nocae 66e0eHUsi KOHmMpacmuoezo npenapama. Memacma3s anveeonspHol pabooMUoCapKomvl 8 20106Ke NOONCenyOOHHOU
Jcenesvl pasmepamu 7,2 x 5,7 x 7,2 cm

Fig. 3. Magnetic resonance imaging of patient B., 10years old, at initial diagnosis: a — in T2 W1 mode with signal suppression from adipose tissue; 6 — in T1 mode
with suppression of the signal from adipose tissue before the introduction of a contrast agent; ¢ — in T1 with suppression of the signal from adipose tissue after
the administration of a contrast agent. Metastasis of alveolar rhabdomyosarcoma in the head of the pancreas, sized 7,2 x 5,7 x 7,2 cm

Ilpasas noueunas apmepus npoxooum 6 moauje Onyxoau
(puc. 3).

1lo oannvim MPT ocHoeaHus uepena u 20108H020 M032a
¢ 6HYymMpuBeHHbIM KoHmpacmuposaruem om 14.05.2020 oan-
HbIX, CUOCMeAbCTNBYIOUWUX 0 A0KAAbHOM peyuduse 3a001e-
eanus, He noayyero. Ilpu Y3HU opeanos bprouinoil norocmu
U 3a0pOUUHHO0 NPOCMPAHCMEA HA YPOGHE 20A06KU NOO-
JAcenydouHOIl Jcenesvl Onpedessiemcs y31060e Onyxoae60e Ho-
soo6pazoseanue pasmepamu 6,2 % 5,9 x 7,1 cm ¢ Heuemkum
HepPOBHbIM KOHMYPOM, HOHUICEHHOU 3X02eHHOCMU, HeOOHO-
POOHOIL conudHoll cmpykmypol. B xode Y3HU aumepamuueckux
yanoe weu, KT opeanog epyoHoii kaemiu, 4umoaoeu4eckozo
UCCAe008AHUS KOCHHO20 MO32A U CHUHHOMO32080U HCUOKOCMU
Memacmamu4ecKoeo NopadceHus He visiéaeHo. Jns oyenku
DPACnpOCMpaHeHHOCMU NAMOA0SUYEeCKO20 NPoUecca makxice
8bINOAHEHA cyuHmuepagus kocmei u msexux mraueii. Ha
naanapHuix cyunmuepammax om 13.05.2021 eudumote u3-
MeHeHus omcymcemeyiom, xapakmep pacnpedenerus POIT
coomeemcmeyem 603pacmy.

Tlo3umponno-amuccuornas momoepapus, coeMeujeHHAs
¢ KT, ¢ 8F-®JT om 20.05.2020 (puc. 4) nokazana nepagHo-
MmepHoe HakonaeHue PIID ¢ onyxoneeom 3a0prouuHHOM HOBO-
obpasosanuu (0o SUV, 9,19) pazmepamu ~8,3 x 6,5 x 8,2cm,
DACNOAOIHCEHHOM NOO 20408KOL U MeAoM NO0HCeaYOOHHOU
Jcenesvl 6e3 uemKol epanuybl ¢ HUMU, KOmMopoe cAuéaemcs
¢ KOHeAOMEPamamu Aumgamuueckux y3108 napanasKpeamu-
YecKoll KAemuamyu U AUMPAmMu4ecKux Y3108 Ha ypogHe co-
cyducmoix Hoxcek novex (SUV, 6,50—7,82).

Ha pacuwupenrom KoHcuauyme 0emcKux OHK010208 8 C651-
3U ¢ KpaliHe HeOAa2ONPUSMHbLIM 8UMANbHBIM NPOSHO30M
U RO HCUBHEHHbIM NOKA3AHUAM Ha 1-m 3mane peuwieHo npo-
secmu Xumuomepanesmuueckoe aevenue. Pebenky évinoate-
HO 6 KYypCo8 CUCTEMHOL XUMUOMePanuy 6 a1bmepHUpyrouem
pegicume: monomexa 6 0oze 2 me/m> 6 1—3-ii onu, kapbonaa-
mun 6 doze 250 me/m> 6 4—5-it Onu, yurkarogocghan 6 do-
3e 1500 me/m? 6 1—3-ii Onu, smonoszud ¢ doze 100 me/m?
6 1—3-ii Onu, kapbonaamun 6 doze 250 me/m? 6 4—5-ii OHu.
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Puc. 4. Jlonosnumenvroie uccaedosanus nayuenma b., 10 rem: a — no-
BblUleHUe HAKONACHUS 'SmOopOe30Kcuenioko3b 6 006eMHOM 3A0PIOUUHHOM
HOB000PA306aHULU 80 HPOHMANBHOU NPOEKYUU HA NOSUMPOHHOU IMUCCUOH-
HOUl momoepaguu, cogmeuernoll ¢ KomnviomepHoi momozepagpueir (I19T-
KT); 6 — npoexyus makcumanvHol uHmencugHocmu (maximum intensity
projection, MIR) na yposre memacmasza @ nodiceaydouHoll Jcenese @ pevicu-
me KT 6 akcuanvroii npoexyuu; 6 — npoexyuss MIR na ypoerne memacmasa
6 noddcenydouHol xcenese  cogmeuyernom pexucume [19T-KT 6 axcuanrvroii
npoexyuu

Fig. 4. Additional studies of patient B., 10 years old: a — increased accumula-
tion of **fluorodeoxyglucoses in a volumetric retroperitoneal neoplasm in the
frontal projection on a positron emission tomography — computed tomography
(PET-CT) study; 6 — maximum intensity projection (MIR) at the level of me-
tastasis in the pancreas in the CT mode in the axial projection; ¢ — MIR at the
level of pancreas metastasis in the combined PET-CT mode in the axial projection

Ilo dannoim konmponsroii MPT opeanos 6prouinoil no-
A0CMU ¢ KOHMPACMHbIM YCUAeHUeM nocae 6 Kypcoe cucmem-
HOU XUuMuomepanuu OmMMe4eHO YMeHbUleHUe pPAa3mMepos



Clinical case

Puc. 5. Maenumno-pezonancnas momoepagusa nayuenma b., 10 aem, npu unuyuanrvHoil ouaenocmuke: a — 6 pexcume T2-BH c nooaenenuem cuenanra
om xcupoeoil mxaru; 6 — 6 pexcume T1 ¢ nooaeaenuem cueHara om Heuposoil MKaHu 00 86e0eHUs: KOHMPACMHO20 npenapama, 6 — 6 pexcume T1 ¢ nodasie-
HUeM CUSHAAA OM HCUPOBOLl MKAHU NOCAe 66e0eHUsi KOHMPACMHOo20 npenapama. Memacmas ans6eoasipHoi pabooMUOCAPKOMbL 8 20108Ke HOONHCENYOOUHOLL

Jceneswl pasmepamu 7,2x 5,7x 7,2 cm

Fig. 5. Magnetic resonance imaging of patient B., 10 years old, at initial diagnostic: a — in T2 W1 mode with suppression of the signal from adipose tissue; 6 —
in T'1 mode with suppression of the signal from adipose tissue before the introduction of a contrast agent; ¢ — in T1 with suppression of the signal from adipose
tissue after injection of a contrast agent. Metastasis of alveolar rhabdomyosarcoma in the head of the pancreas, measuring 7.2x 5.7x 7.2 cm

3a0PHUUHHO20 HOB000PA308aHUS 8 00AACMU 20108KU NOO-
acenydounoil rnceaesvl Ha 28 %: do pazmepos 6,8 % 6,7 x
7,2 cM, 00HAKO COXPAHANUCH PACHPOCMPAHEHUE ONYXO0AU 8 60~
poma neyeHu u HapyuieHue ommoxa xceauu. Boiseneno,
YUMo YpesHbIll CME0A U HAYAaAbHble 0MOeblL e20 8emeell, 8epx-
Hs151 OpbloICceeuHast apmepusi, 60POMHASL 6eHA, NPABAsL NOYEYHAs
HOJICKA U HA4aAbHble 0MOeabl Ae80l NOYEHHOU HONCKU NpO-
X00sam 8 moauje H08000pazoeanus (puc. 5).

Ha smane koucoaudayuu naaHuposanocs nposedeHue
AY4esoi mepanui, 00HAK0 60 8peMst NPeoay4e8oli N002omog-
Ku 14.12.2020y pebenka dblau ommeueHvl HApacmanue Jcen-
MYXU, 8bIPaANCEHHbLI 601601l CUHOPOM.

1lo danubim KomnaekcHo2o 06caedo8anus noay4eHbl OaH-
Hble 0 pazeumul 0CMpo20 NAHKPeamuma, moKcu4ecko2o 2e-
namuma. Taxxce ommeuaracy ompuyamenvHas OUHAMUKA
6 8Ude yBeauUeHUS PA3MePO8 ONYX01e8biX Y3108 20/108KU NO0-
acenydounoil acenesot (0o 11,7 x 10,0 x 6,4 cm). 3a epems
HabA00e s U NPOBe0eHHOI Mmepanuu 8 YCA08UsIX OmoeneHUs.
cocmosiHue pebeHKa cmabuau3uposanoch, 00HAKo 0CMagaloCh
mscenvim. Cmabuiuzayus 00cmueHyma 3a cuem Yacmu4Ho-
20 Kynuposarusi 6016020 CUHOPOMA, YMEHbUICHUSL JHCeAMYXIL,
CHUMICEHUSL YPOBHS OUAUPYOUHA.

B cea3u ¢ npoepeccuposanuem 3ab601e6anHUs U PUCKOM
PA3BUMUSL NeMANbHbIX OCA0NCHEHUT NPo8edeHUe CReyUANbHO-
20 NPOMUBOONYX01€8020 AeHeHUs OblA0 NPEKPAUEHO.

Ilpoeno3 y dannoeo pebenka Kpailne HebAa20NPUSMHBLIL.
Ha momenm nanucanus cmamou pebeHoK CKOHYAACS, NEPUOO
doxcumusi cocmasun 15 mec.

KnuHuuyeckui cnyyam 3

Anamnues xcusznu. Maavuux K., 3 1em, om 4-ii bepemen-
HoCcMU, npomeKkaguiell Ha GoHe 2ecCMAyUOHHO20 CAXAPHO20
duabema, Hecheyu@uueckKo2o Koabnuma, om 2-x camocmosi-
meavHbix podos. Macca meaa npu poxcoenuu — 3040 e,
pocm — 49 cm, 8 / 9 6ann06 no wkane Aneap. Ilepuoo Hoeo-
podcOeHHOCMU npomekan 6e3 ocobeHHocmeil. Pebenox poc
U pazeusancs coenacho gospacmy. M3 nepenecennvix 3abone-
8aHuil: ocmpoe pecnupamoptoe 3abonesanue. OHKon02UYeC-

Kull anamue3 He omseouet. 310KauecmeeHHbIX H08000Pa30-
8aHUIl 6 ceMbe U Yy OAuNCAUUUX POOCMBEHHUKO08 pedeHKa,
€O €106 MaMblL, Hem.

Anamnes 3aboaesanus. C cepedunvt mapma 2019 2. ma-
Ma 3amemuna noseaeHue nPUnYXa0cmu 6 00Aacmu npagoeo
sepxreeo eéexa. Obpamuaucy Kk neduampy u oghpmansmonozy
no mecmy xcumenscmea. bviio pekomendoeano donoaHumens-
Hoe 00caedosaHue, no OAHHbBIM KOMOPO2O bisiBAEHO HOB000-
pazosanue npagoil opoumst pazmepamu 3,4 x 2,1 x 2,4 cm.
Pebenok komnaerxcro oocaedosan 6 HUHU JIOul. [locmaénen
duaenos: anveeonspras PMC napamenuneeansroii nokanrusza-
Yuu ¢ UHMPAKpanualbhuvim pacnpocmpaneruem, T2bNOMO,
1] cmadus. B xo0de monekyasapHo-eeHemu4eckoeo ucciedosa-
Hus mpaucaokayuu eena FKHR (13q14) memodom FISH c uc-
noavzoeanuem gayopecuenmuoeo 3onoa FOXO1 Break Apart
FISH Probe Kit (CytoTest, CIIIA) ¢ 50 % onyxonesvix kaemok
oblra obHapyycena mpanciokauyus yvacmra 13q14, xapak-
mepHnas 0as arveeoaaproii PMC. B nepuod ¢ 14.05.2019
no 20.12.2019 nayuenm noayuun ROAHYIO HPOSPAMMHYIO me-
panuto no npomokoay RMS-2005 epynnut 8bicokoeo pucka.
C dekabps 2019 2. Haxoduacs 6 pemuccuu.

Ilo pezyasmamam konmponsroii MPT ocnosanus uepena
U 20/106H020 M032a C BHYMPUBEHHbIM KOHMPACMUPOBAHUEM,
npogedennoli 6 uione 2020 2., o6Hapyxicero naxonaenue POIT
8 8UOde Nos8AeHUs HOB000PA308AHUS 8 NPABOLL OpOume, pac-
NPOCMPAaHANWE20C 8 NPABbLI KABEPHO3HDII CUHYC, npasble
0maoenvl peuemuamozo Aa0UPUHMa U OCHOBHYI0 NA3yXy, pas-
mepamu ~5,1 x 3,5 x 3,4 cm. C yuemom npuszHaxoe peyudusa
onyxoau 6 nepuod ¢ 23.07.2020 no 02.03.2021 npogedena
noAHas npoepammuas npomueopeyudusras mepanus. C map-
ma 2021 e. pebeHoKk HaxXo0uACs 8 peMuccuu.

Ilo pezyassmamam konmponsroeo Y3H opearoe bproutHoll
noaocmu, 6vinoaneHHo2o 8 uioae 2021 e., 6 obracmu mena
no0cenydouHoIl Jcenesvl, Ooablle CHPABA, BbISGAEH 2UNO-
9X02eHHbLIl YHACMOK HeOOHOPOOHOU CIMPYKMYPbL pazmepamu
1,8 x 1,8 x 2,4 cm c HeuemKumu HepoGHbIMU KOHMYPAMU.

Dusuxaavnasn ouaznocmuxa. lpu ocmompe cocmosi-
Hue pebeHKa 0blA0 cpedHell cmenenu MaNcecmu 3a cuem
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Knuxuyeckui cnyvai

Puc. 6. Maenumno-pesonancnas momoepagus nayuenma K., 3 nem, npu unuyuasvhoi duaenocmuke: a — 6 pexcume T2-BH ¢ nodaesenuem cuenasa
om Jcupoeoii mxaru; 6 — 6 pexcume T1 ¢ nooasaenuem cueHara om HCUposoil MKaru 00 86e0eHuUs: KOHMPACMHO20 npenapama, 6 — 6 pexcume T1 ¢ nodasie-
HUeM cueHana om JCUpogoll MKAHU nocie 66edeHUsi KOHMPAcmHo2o npenapama. Memacma3s anveeonspHoll pabOOMUOCAPKOMbL HA SPAHUYE 20A08KU U Mena

noodcenyoouHoll ycenesol pasmepamu 3,2 x 2,3 x 3,7 cm

Fig. 6. Magnetic resonance imaging of patient K., 3 years old, at initial diagnostics: a — in T2 W1 mode with suppression of the signal from adipose tissue; 6 —
in T1 mode with suppression of the signal from adipose tissue before the introduction of a contrast agent; ¢ — in T1 with suppression of the signal from adipose
tissue after injection of a contrast agent. Metastasis of alveolar rhabdomyosarcoma at the border of the head and body of the pancreas, measuring 3.2 x 2.3 x 3.7cm

0CHO8HO20 3a60ae6anus. boab 6 scueome ne becnokouna, eu-
OUMbBIX KAUHUMECKUX NPOSIGAEHULL NOPAICEHUS NOOXHCEAYOOUHOT
Jcenesnvl U neweru He Oviao.

IlIposedennvie obcaedoeanus. [ns noomeepicoenus 2-20
peuuduea 3abonesanus 6 ycaoeusx HUH JIOul’ nposedero
KomnaexcHoe oocaedosanue. Ilo dannvim MPT opearos bprowt-
HOUl NOAOCTU ¢ BHYMPUBEHHBIM KOHMPACMUPOBAHUEM HA 2PA-
HUYe 20406KU U meaa noolceay0OHHOU Hceae3bl 8bia6AeHO
OKpYeno0e H08000PA306aHUE CONUOHOU CIPYKIYPbL C HEKPO3OM
8 ueHmpanvHblx omoenax pasmepamu ~3,2 x 2,3 x 3,7 cm.
Tlpu énympueeHHOM KOHMPACMUPOBAHUL OMMEYAN0Ch HA-
KOnjeHue KOHMpAacmHo20 npenapama 6 cONUOHOM KOMNOHeH-
me onyxoau (puc. 6).

Ilo dannvim [IPT-KT ¢ “*F-QIAT om 21.04.2021 omme-
YeHo HepagHoMepHoe HakonaeHue PDII ¢ Hosoobpazoeanuu
HeoOHOpOOHoU cmpyKmypbl pasmepamu 3,7 *x 2,4 cm Ha epa-
HUYe meaa u 20106KuU noocerydounoil xcenesvl (SUV, 4,96).
Mugpghysno nosviueno naxonnenue POII ¢ mene u xeocme
nodaceaydounoii xceaesvl do SUV 2,14 6e3 eudumbix uz-
meneruil no oannvim KT (puc. 7). Takce ommeueno Haxo-
naenue POII ¢ kocmsix KaUUYbL, 6EPXHUX U HUNCHUX KOHEU -
Hocmeil, mene nozeonka C, u karouuyax. Jannoie usmenenus
COOMBEeMCcmMEyOm Memacmamu4ecKomy nopajceHuo Kocmet
U KOCMH020 MO32d.

Ha koncuauyme demckux oHK010206 peutero Ha 1-m smane
Hayams aeKapcmeerHoe aederue. Pebenky nposedensi 4 kypca
cucmemHoll xumuomepanuu no cxeme ISE: amonosud ¢ doze
100 me/m? 6 1—5-ii Onu, ugocgpamud ¢ doze 1800 me/m?
6 1—5-ii Onu, kapbonaamun 6 doze 500 me/m? 6 5-ii OeHo.

IIpu oyenke onyxoneeoeo cmamyca nocae 4-20 Kypca
Xumuomepanuu 00CMueHymbl NOAHAS peepeccus Memacma-
Mu4ecK02o o4aea 8 nooxuceay0ouHoOU Jceaese U 4acmu4Has
peepeccusi 0nyxoae8020 npouecca 6 kocmsx (puc. 8).

Ha caedyrowem smane nposeden Kypc ay4esoii mepanuu
Memacmamu4eckux 04ae08 ¢ napaiieabHviM npogedeHuem
XuUMuomepanuu npenapamom mMonomeKaH 6 MOHOPeNCU-
me 6 doze 0,75 me/m? ¢ 1—5-ii onu. Ilo pesysbmamam
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Puc. 7. Jonoanumenvuoie uccaedosanus nayuenma K., 3 sem: a — nogwi-
wenue Hakonaenus 'Spmopdesokcueniokosvt ¢ 00seMHOM HOB00OPA306aHUU
Ha epanuye meaa u 20108KU NOOHCENYOOUHOU dcene3bl 60 PHPOHMANbHOU
NpOeKyUU Ha NO3UMPOHHOU IMUCCUOHHOU KOMNbIOMEPHOU momozpapuu
(II3T-KT); 6 — npoekyus MaKcumanbHol UunmeHcusHocmu (maximum in-
tensity projection, MIR) Ha yposne memacmasa 6 nooiceay0ounou jucene-
3e 6 pexcume KT 6 axcuanvhoil npoexyuu; 6 — npoexyus MIR na yposne
Memacmasa 8 noodxcenydouHoll Jcenese 6 coemeujennom pexcume IIT-KT
6 aKCcuanbHoli npoeKyuu

Fig. 7. Additional studies of patient K., 3 years old: a — increased
accumulation of "*fluorodeoxyglucoses in a volumetric neoplasm at the border
of the body and head of the pancreas in the frontal projection on a positron
emission tomography — computed tomography study (PET-CT); 6 — maximum
intensity projection (MIR) at the level of pancreas metastasis in the CT mode
in the axial projection; ¢ — MIR at the level of metastasis in the pancreas
in the combined PET-CT mode in the axial projection

Konmpoavroii MPT ececo mena ¢ 6HympuseHHbIM KOHMpPa-
CMUPOBAHUEM OMMeUeHa OMPUYAmMenbHas OUHaAMuKa 6 sude
Nos6ACHUS U Y8eaUHeHUsl Y3108biX HOB000PA308AHULL 6 HUNICHET
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Puc. 8. Maenumno-pezonancnas momoepaghus nayuenma K., 4 nem, nocne 4 kypcoé xumuomepanuu: a — @ pexscume T2-BU ¢ nodasrenuem cuenara
om Jucupoeoii miatu,; 6 — 6 pexcume T1 ¢ nodasaenuem cueHara om Huposoi mxanu 0o 8éedeHus KOHMPACMHO20 npenapama, 6 — @ pesicume T1 ¢ nodasne-
HUEeM CUSHAAA OM JHCUPOBOU MKAHU NOCAe 88e0eHUs. KOHMPACMHo20 hpenapama. 10106Ka nodiceaydounoll scene3vl He3HAYUMENbHO YeeauteHa, 6yepucmas,
0e3 docmogepHbX NPUBHAK08 Y3108bIX 00PA308AHULL

Fig. 8. Magnetic resonance imaging of patient K., 4 years old, after 4 cycles of chemotherapy: a — in T2 W1 mode with suppression of the signal from adipose
tissue; 6 — in T1 mode with suppression of the signal from adipose tissue before the introduction of a contrast agent; ¢ — in T'1 with suppression of the signal from
adipose tissue after injection of a contrast agent. The head of the pancreas is slightly enlarged, bumpy, without reliable signs of nodular formations

mpemu npasoii 6eOpeHHOl KoCmil U Ha epaHuye 201068KU U me-
Aa nodxceaydouroil Jceneswl. B cesasu ¢ npoepeccuposanuem
ONYX01€8020 NPOUECca U UCHePRAHHOCHbIO NPOMUBOONYX0Ae-
601l mepanuu neverue NPeKpayeHo.

IIpoeno3 y dannoeo nayuenma Hebaazonpusmuolil. Peberok
Haxodumcs nod HabaroOeHuem neduampa, 0emcKo20 OHK0A02A
U 8pa4a NAAMUAMUBHOT MEOUUUHBL N0 MECHTY JHCUMENbCmed.

06cyxxaeHune

B Hameit HeGoMbIION KOrOpTe MAlMEHTOB C aJlbBEO-
nsgpHoit PMC napaMeHMHTIealbHOM JIOKATU3aluyu Ha0JTI0-
J1aJIOCh METACTaTUYECKOEe IMOpaXKeHUe MOIXKENYI0YHOI
xene3bl. [IporHo3 y Takux 60JIbHBIX KpaiiHe HeOIaronpu-
SITHBIA. [IBa malMeHTa yMepJu OT IPOrpecCUPOBaHUS 3a-
OosieBaHus, | MaLMEHT B HACTOSILIEE BPEeMs MOJIydaeT Kypc
XUMUOTEPAIMHu.

MeTacTasbl B TOIXKETYI0UHOM XKeje3e y 2 MallMeHTOB
ObLIY KJIMHUYECKU OECCUMITOMHBIMM AMATHO3 YCTAHOB-
JIEH IIpY TIpoBeAcHUH TiJ1aHOBoro Y3U opraHoB OpIOLIHOI
IOJIOCTHU, a TakKe B Xoae 0oJiee MPULEIbHBIX METOI0B
nccaenoBanus, Takux kak MPT opraHoB OploirHoO# mo-
Jiocth ¢ KOHTpacTHBIM yeuneHuem u [IDT-KT ¢ BF-D/IT.
Y 1 6onbHOrO HAOMIOIAIMCH CUMIITOMBI OOCTPYKTUBHOI
KEJTYXU.

V 2 nmanueHTOB MeTacTaTUYECKMII ouar onpeaeisics
B IrOJIOBKE TTOKETyI0YHOM Kene3bl, y 1 —Bee Tene. Y 1 001b-
HOrO Ha0JII0a/I0Ch COITYTCTBYIOILIEE PACILIMPEHUE BHYTPU-
M BHEMEUEHOYHBIX XKEJTYHBIX [IPOTOKOB.

V¥V 1 naumeHTa ObLIO U30JIMPOBAHHOE TTOPaXKEHUE MO/~
KEJIyIOYHOM XKeJIe3bl 0€3 METaCTaTUYECKOI0 MOPaXKeHUsI
IpYTUX YacTell Tena, y 2 — mopaxkeHue MOoIKeayI0uHOo
JKeJIe3bl M METACTa3bl B JIETKUX, KOCTSX U KOCTHOM MO3re
MeracTasbl B ApYyruX opraHax AMarHOCTUPOBAaHbI OJHO-
BPEMEHHO C MeTacTa3aMU B MOJXKeJTya0ouHOH xenese. On-
HaKO MX HaJM4ue B MOIKETyIOUHON XKejie3e Heb3s CUM-
TaTh HE3aBUCUMbIM HE0JIaronpysaTHHIM IIPOTHOCTUYECKUM
($aKTOpoM, IMOCKOJBbKY OHM OOBIYHO BO3HUKAIM Ha (poHe
pacIpoCTpaHEHHOTO OITyXO0JIEBOTO IIpoliecca.

IIpu nnpoBenenn MPT opraHoB OproLIHO MOJOCTH
MeETacTa3bl B MOMXEIYAOYHOUN Xeje3e UMEIU BBICOKUIA
curHan B pexxume T2-BU u Huskuii — B pexxume T1-BU
110 CPAaBHEHMIO C OKPY>KAIOIIEH MAapEHXMMOM MOIKEITy 1049~
Holt xKene3bl. B pexxnme nrddy3rnoHHO-B3BeIlIEHHBIX N30-
opaxeHnuii (diffusion weighted imaging, DWI) ormeuanoch
orpaHuyeHue TUddy3uu COIUAHBIM KOMIIOHEHTOM OITy-
XOJIN.

B coorBeTcTBUM ¢ pekoMeHaauusmMu COG, nuarto-
CTHKa pacIpOCTPAHEHHOCTU CAapKOM MSTKMX TKaHei
JUISI OLIEHKY COCTOSIHMSI OPIaHOB OPIOLIHOM ITOJIOCTH MPEI-
nonaraet nposeaeHre KT nnn MPT. HaunoHanbHbIM UH-
ctutyt oHkosioruu (National Cancer Institute, NCI) CILIA
pxurioun BeinosiHeHne [1OT-KT ¢ BF-OAT B koMIuieKc-
Hoe 00cJieI0BaHKE AETel C MOI03PEHUEM Ha 3JI0KAUYeCTBEH -
Hoe HoBooOpasoBaHue. Pesynsratel [19T-KT ¢ BF-OAT
MOATBEPAWIN HaJWYUEe METACTaTMYECKOIo o4yara B MO[I-
KEJIYI04YHOM Xee3e y Bcex nanueHToB. [Ipu ctapro-
BOM MCCJICJIOBAHMY, BBIIIOJIHEHHOM [0 Hayvajia JeYeHMs,
y HUX BbIsIBJIcHa runepakkymyJisityst POIT B o6pazoBaHuu
nomxenynoyHoii xenedbl. ABym maumeHtam [MOT-KT
¢ BF-®JIT" mpoBeaeHa B polecce JIeKapCTBEHHOM Teparnuu
C 1IeJIBIO OLICHKM ee AMHaMUKU. OMHAaKO U3-3a MajIoro Yuc-
J1a GOJIBHBIX TIOJIYYUTh CTATUCTUYECKU TOCTOBEPHBIC JaH-
HbI€ HA CETOIHSIIIIHNI MOMEHT HEBO3MOXKHO.

HMHtepnpeTalivisi pe3yasraToB MOPGhOIOTMIECKUX M MO-
JIEKYJISIPHO-TeHETUYECKMX MCCIIEIOBaHUI OIyX0JEeBOro
Martepuasa, IpeAcTaBJIeHHas B Hallleil paboTe, OCHOBaHa
Ha OOHapyXXeHUM MapKepoB, KOTOPbIE BCTpPEYAIOTCS
npu anbBeossipHoit PMC. OHUM yITOMUHAIOTCS U B IPYTUX
pab6orax [6]. ITpy MOJIEKYISIPHO-TEHETUYECKOM MCCIIEN0-
BaHuu TpaHcyaokauu reHa FKHR (13q14) metomom FISH
¢ ucroab3oBaHueM (uyopecueHTHOro 3oH1a FOXO1 Break
Apart FISH Probe Kit (CytoTest, CIIIA) y Bcex mauueHToB
oOHapy>keHa TpaHciokaius yyactka 13q14, xapakrepHas
s anbeonsipHoit PMC. T1o HalmmMM gaHHBIM, HaJTM4ue
TaKoM TpaHcJIoKalKK B 6oJiee yeM 80 % omyxoJieBbIX Kiie-
TOK OTPHUILIATEJIbHO BJMSIET Ha IPOrHO3 3abojeBaHUS,
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OIHAKO HEOOJIbIIOE KOJIMYECTBO HAOIIOAEHUI HE MI03BO-
JISIET TIOJIyYUTh JOCTOBEPHBIC CBEACHMSI.

Uccnenosarenu u3 Sackler School of Medicine (Tenb-
ABuB, U3paunsb) NpearnosoXuiu, 4to IepecTpoiika reHa
FOXO1 npu anbBeonsipHoit PMC mMoxeT MHIyUMpOBaTh
tpanckpunuuio IGF-1 u npyrux dakropos pocra, 4to 10-
MOJTHUTEIHHO HABOAUT HAa MBIC/Ib 00 ayTOKPUHHbBIX MeXa-
HU3Max KJIeTOouHoI nmponaundepauuu [20].

IMomxenynouHast xkejie3a HaXOAUTCS MO BIUSHUEM
IGF u IGF-nnono6Hbix 6e1koB. Takue reHeTUYECKKe B3a-
MMOCBSI31 MOBBIIIAIOT BEPOSITHOCTh TOTO, YTO MOMIXKETY-
JTOYHas 3KeJie3a MOXET ObITh MUILIEHBIO MYJIbTUCUCTEMHO-
T'O OITYXOJIEBOTO MOpaxkeH!Us IpU alibBeosspHoii PMC.

3aknoueHue

3aboneBaecMoctb PMC cocTaBnsier mpumepHo 4,3 ciy-
yas Ha 1 MJTH IeTCKOro HacesieHus . JIj1st onpeaeeHus cTa-
MK 3a00JIeBaHKS U TJIAaHMPOBAHUs JIeYeHYs HeoOXoauma
HE TOJIbKO OLIEHKA COCTOSIHUSI KOCTHBIX CTPYKTYD M MSITKHX
TKaHEel OCHOBaHMS Yyeperna, HaIMuusl MHTpaKpaHUaJIbHO-
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Knuxuyeckui cnyvai

IO pacIpoOCTpaHEHMsI, PETMOHAPHBIX METACTAa30B, HO U BbI-
SIBJICHHE OTAaJICHHBIX METACTATUYECKUX 04aroB.

OcTtaeTcs AUCcKyTabeIbHBIM BOIIPOC O ILeJaecoobpas-
Hoctu nipoBeaeHus [1DT-KT ¢ BF-O/T st 1MarHocTuKu
OTIAJCHHBIX MeTacTaTuueckux oyaros ripu PMC. B menu-
LIMHCKOM JIUTEepaType MMeeTCsl HeOOJIbIIoe KOJIMYECTBO
paboT, yKa3bIBaIOLIMX KaK Ha YCIIELIHOE, TaK M Ha Heyaau-
Hoe npuMeHenue [OT-KT ¢ BF-®/TI. Hamu maHHbie
MOKa3ajiy, YTO 3TOT METOJ 00JIafgaeT PEeBOCXOIHOM Ara-
THOCTMYECKOI TOYHOCThIO. TakuM 00pa3oM, BKIIIOYECHUE
B CTaHIAPT MCCJIeI0BAaHUsI OPraHOB OPIOLIHON MOJIOCTU
IMOT-KT ¢ BF-OAT npu PMC nmapaMeHMHIeabHOM JIO-
KaJu3aluu, BO3MOXHO, YIYYIIUT [T0KA3aTeJI BbDKUBAE-
MOCTH 3a CUeT 0oJiee paHHETO BbISIBJICHUSI METaCTaTUYe-
CKOTO Ipoliecca WIK peluanBa 3a001eBaHMS.

Ham kivHMYecKUid ONBIT MOATBEPKAACT BaXKHOCTD
OLIEHKM COCTOSIHMSI OPTraHOB OPIOLIHOM IMOJIOCTU Y Maly-
€HTOB C OIYXOJISIMU FOJIOBBI U 11U U JUIS paHHEM T1arHoc-
TUKM METACTATUYECKOIO MOPaKeHMsI M COBEPLICHCTBOBAHUS
IIPOTOKOJIOB O0CIEAOBAHUS Y 3TOM IPYITIBI OOJbHBIX.
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Compliance with patient rights and principles of bioethics

Written voluntary informed consent was obtained from the parents of the patients for the use of medical data (results of examination, treatment and
observation) in an impersonal form for scientific purposes.
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