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KnuHnyeckuit cny4aii peKOHCTPYKUUN HUXXHENW TPeTH nuua y 8-netHei
NalueHTKU nocne ycnewHoro KOMnJIeKCHOro sie4eHuns no nosoAy
3KCTpapeHanbHOil pabaouAHOI oNyXonu MArKUX TKaHei nogbopoaka
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3nokauecmeenHas IKcmpaperanvras padoouduas onyxoas (IP0) — pedkoe vicokoazpeccugroe HOB00OPA308aHUE DeNCK020 803paAcmd,
OMHOCsUleecs K epynne 2emepoeHHbiX 00pa306aHull U umeroujee KpaiiHe HeOAaconpusimublii npoeHO3 ¢ MeOUaHOl BblicUBaeMOCmU
2—12 mec.

B dannoii cmamove Mol npUEOOUM KAUHUYECKULL CAYYALl NAUUeHMKU co 310Kauecmeennoll DPO maekux mxaneil nodo6opodounoil obaacmu,
duazHocmuposantoll 6 eo3pacme 5 mecsues. Pebenok noayuun kKomnaekcHoe jevenue U ¢ NOAYMOPA Aem HAXOOUMCS 8 PeMUCCUU.
B c653u ¢ 0aumenbHbIM OMCYMCmMeuem npUsHaKos peyudusd, nPoOoANCEHHO20 POCMA U npoepeccuu 3a001e6aHus OblA0 NPUHAMO peuleHue
0 YenecoodpasHOCmu nPosedeHUs PeKOHCMPYKMUBHO-NAACMUYECK020 IMAanad AeHeHus 011 60CCMAH08AEHUS HUMICHeN 30Hbl AUYa pebeHKA.

KioueBble clioBa: sKcTpapeHanibHast pabIouaHast OTyX0Jib, MHIMBUIYAIbHBIN TTPOTE3, PEKOHCTPYKIIMS YETFOCTHO-JIUIIEBOI 30HBI
y nereu
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A clinical case of reconstruction of the lower third of the face in an eight-year-old patient after successful
complex treatment for an extrarenal rhabdoid tumor of the soft tissues of the chin

N.S. Grachev, K.D. Starokorova, N.M. Markov, N.V. Babaskina, A.V. Lopatin, I.N. Vorozhtsov, E.K. Gorokhova

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Malignant extrarenal rhabdoid tumor is a rare, highly aggressive neoplasm of childhood, belonging to a group of heterogeneous formations
and having an extremely poor prognosis with a median survival of 2— 12 months.

In this article, we present a clinical case of a female patient with a malignant extrarenal rhabdoid tumor of the soft tissues of the submandibular
region, diagnosed at the age of five months. The child received comprehensive treatment and has been in remission since the age of one and
a half years. Due to the prolonged absence of signs of recurrence, continued growth, and progression of the disease, a decision was made on
the advisability of conducting a reconstructive plastic stage of treatment to restore the lower zone of the child’s face.

Key words: extrarenal rhabdoid tumor, individual prosthetics, reconstruction of the maxillofacial area
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BBenenue

3/I0KayecTBEHHasl  JKCTpapeHalbHas  pabmoumHast
onyxosb (BDPO) — penkoe BICOKOArpecCUBHOE HOBOOOpa-
30BaHME JETCKOIO BO3pacTa, OTHOCSIIEECs K TPYIIIe reTe-
POTeHHBIX 00pa30BaHUI 1 MMeollee KpaliHe HeO1aromnpu-
SITHBII MPOTHO3 ¢ MEAMAHOI BbKMBaeMOCTH 2—12 Mec.

Ee pazBuTue CBSI3aHO ¢ TEHETUYECKU 00YCIOBICHHBIM
neUuIIMTOM KOMILUIEKCa PEeMOJSIMPOBAaHUSI XpOMaTUHA
(SWI/SNF), x KoTopoMy IpUBOIUT MyTaLus (OUajIeIb-
Hasl MHaAKTHUBalus) B reHe-oHKocyrnpeccope SMARCBI.
DTOT IreH pacrojioxkeH B 22-i1 xpomocoMme (yTpaTa peru-
oHa 22ql1). B penkux ciayvasx npuunHoit pa3sutuss PO
cunTtaetcs nedekT B reHe SMARCA4 [1-3]. IIporno3s npu
JIaHHOI HO30JI0TMYeCcKOoil (opme HeOJaronpusiITHbIA —
5-7eTHSS BBKMBAaeMOCTb He mpeBbiacT 15 % [3].

OITyX0JIb MOXXET pa3BUBAThCs B PA3JIMYHBIX aHATOMU-
YeCcKuX 00J1acTsIX, B OCHOBHOM B TKaHSIX IIEHTPaJbHOM
HEPBHOM CUCTEMBI, IEYEHM,, MSITKMX TKaHSIX KOHEUHOCTE
M TYJIOBMIIIA, TOJCTOM KuIllKe. Ho cylecTByIOT 1 penkue
BapuaHThI pacrionioxeHuss DPO: BHyTpuria3zHoe, MHTpa-
JlypaJIbHOE Y TapaTecTUKy/IsipHoe. OMHUM M3 OCHOBHBIX
MPOTHOCTUYECKMX (DAKTOPOB SIBJISIETCSI BO3PACT MallMeHTa
Ha MoMeHT BbisiBieHUs DPO. Tak, 6ojee HeOIaronpusiT-
HBII TIPOTHO3 XapaKTepeH Ul AeTeil Mutaie 2 et (rogosast
0OeccoOBITHITHASI BEDKUBaEMOCTh COCTaBIIsIeT MeHee 15 %).

Knunuyeckue npossieHus: DPO Hamnpsimylo 3aBU-
CSIT OT MeCTa €€ BOBHMKHOBeHMSI. Tak, MpU MOpaxXeHUU
MSITKMX TKaHEW CpeloCTeHUs BO3MOXHBI Kajlo0bl Ha
3aTpyIHEHHOE NbIXaHWEe, HapylIeHWe aKTa TJOTaHWUs,
a IpU pa3BUTUM DPAOJAOUIHON OIYXOJM B 00JaCTU
rasa OJHUM M3 IMPOSIBICHUI OymeT HapacTaloliuii
9K30(hTaJIbM U MPOrpeccupyloliee CHUXKEHUE OCTPOTHI
3peHUs.

Makpockonuuecku DPO npeacrapisieT coboit oopa-
30BaHUE CEPO-KOPUYHEBOTO LIBETA, HE UMEIOLIEE YETKUX
TPaHUIL U KaIlCyJibl, C OOJbIIUM KOJUYECTBOM HEKPO30B
M y4acCTKOB KPOBOU3NUSHUNI. Mukpockonuuyecku PO
HeobxonuMo auddepeHIUpoBaTh C OITyX0Jiblo BuibMca,
pabaoMuocapKOMOIl, BEpETEHOKJIETOUYHOM CcapKOMOM
[4, 5].

Onucanne KJIMHIYECKOTO CITydast

Iayuenmrxa B., 8§ sem (na momenm nybauxayuu),
¢ KAuHu4eckum ouaenozom: «3noxavecmeennas IPO maexux
mKkaneil nodoopodounoii oonacmu. TIlaNIMO. Ipynna IRS
1IC. Cocmosnue nocne kombunuposartoeo neverus. Iloanwiii
omeem». I[Ipoxodura mepanuto 6 ycaosusx HMHUI] ITOH
um. JAmumpus Poeauesa ¢ 2015 no 2016 e. no ocnoénomy
3abonesanuro, 6 2023 e. Hauam peKoOHCMPYKMUBHO-NAACHIU-
YecKuil 3man Ae4eHus..
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Anamnues 3aboresanus: 6 eospacme 4,5 mecaua mama
nayueHmKu ommemuna y pebenKa nosenexue yniomueHus
8 obaacmu nodbopooka, npubausumenvto 1,5 cm 6 duame-
mpe, 6e3601e3HeHHOe npu nasvnayuu. B areuedbHo-npoguiak-
MUYECKOM YUPeNcOeHUU N0 MECY JCUMENbCM8a nposedena
MOHKOU20AbHASI ACNUPAYUOHHAs Ouoncus 06pa3oeanus, no
OaHHBIM YUMOA0RUYECK020 3AKAIOHeHUs Y PeOeHKA Bbli6aeH
310KaYecmEeH bl npoyecc U3 kaemok Heoughgepenyupo-
8aHHO20 MUNA.

B 6o3pacme 5 mecsiyeé pedbeHOK nepeuuHo c0CHUMAanu3u-
posan 6 omdeneHue Kaunuueckoil onkonroeuu HMHUIL[ TTOH
um. Imumpus Poeauesa. Ilo pezyabmamam obcaedosanus
NPUHAMO peuleHue 0 NpoeedeHul XupypeuueckKozo neueHus
¢ nocaedyrouiell cneyuguueckoil mepanueii N0 NpomMoKo-
ay FU-RHAB nocae eucmonoeuueckoeo noomeepiicoeHus
duaenosa. Ilo dannvbim namomopghosoeuueckoeo OuazHo3za
y hayuenmku gepuguuuposana IPO msexkux mxaueil noo-
no0bopodouHoil obaacmu, 8 C8d3U C 4HeM UHULUUPOBAHA
XUMUOMeEPanusi co2aacHo npomokony. Pemuccus koncma-
muposana nocae 12-eo0 6aoxa noauxumuomepanuu (I1XT),
npogedena noddepicugarOwds mepanus No NPOMOKONY
EpSSG RMS 2005 ¢ meuenue 6 mec. Ilocae 3aeepuieHus
noddepacusarowjeti mepanuu (803pacm pebeHKa Ha MOMeHM
oxonuanus IIXT cocmaensn 1,5 200a) évinonnena KoHgopm-
Has ayueeas mepanus (JIT) na obaacms nepeuuHoil onyxoau
(cymmapHas ovaeosas doza — 36,0 Ip).

Takum obpaszom, 6 eo3pacme 18 mecsues nauueHmke
3aeepuiena cneyughuueckas mepanus @ pamKax npomoKod,
N0 OGHHBIM KOHMPOAbHO20 00CAe008AHUSL OAHHbIX 34 HAAUYUE
aKmMueHOIl 0NYX01e801i MKAHU Hem.

Puc. 1. llayuenmka B. do pexoncmpykmuernoeo smana aevenus

Fig. 1. Patient V. before the reconstructive stage of treatment
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B danvretiwem 6 meuenue 6 nem degouxa HabA00aNACH
8 YCA0BUAX KOHCYABIMAMUBHO-OUASHOCMUYECK020 OmOe-
nenus HMHUIL JITOU um. [mumpus Poeauesa, npusnakoe
npoepeccuu, peuuodusa, NPOOOANCEHHO20 POCIA BbISIBACHO He
0bL10. 3a nepuod KamamHecmu4ecKko2o HabAOeHUs omme-
YeH AKMUGHbLl hu3uosoeutHbIl pocm pebeHKa, Ha GoHe
KOMOpo2o $6HO HNPOABUAUCH ICMemuyecKue HApYUeHUs,
CBA3AHHDBIE ¢ HeOOPA38UMUeM HUICHETl 30Hbl AULA ROCAe NPO-
8e0eHH020 eHeHUs 0CHOBH020 3abonesanus (puc. 1).

Tlayuenmka KOHCYAbMUPOBAHA 6PAHOM-OPMOOOHMOM
HMMUI] JITOH um. [mumpus Poeauesa: ommeuaemcs cHu-
JCeHUe BblCOMbl HUJICHEU mpemu Auud, NPUKyc CMeHHblil,
no dannvim opmonarnmomoepammel (OIITI) eudno omcym-
cmeue 3auamia 3y606 om 3.5 0o 4.5, Hedopazeumue KopHeli
@pormansHoil epynnut 3y606 (puc. 2, 3).

Puc. 2. OITTT nayuenmiu B. 0o Hauaia pekoOHCMpPYKMUBHO20 IMana Aeve-
Hust

Fig. 2. Orthopantomogram of patient V. before the beginning of the
reconstructive stage of treatment

Puc. 3. Myasmucnupanvnas komnstomepnas momoepagpus (MCKT) eonoewt
nauyuenmku B. do pexoncmpykmueHo2o smana aeuerus, 3D-pexoHcmpyk -
yust

Fig. 3. Multislice computed tomography (MSCT) of the head of patient V.
before the reconstructive stage of treatment, 3D reconstruction
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Knunuueckuii cayuaii 006cyicoer 8 pamkax Hay4Hou epyn-
nblL HO YeACMHO-AULEB0Ll PeKOHCMPYKUUU, 8 X00e KOMOpol
0bL10 NPUHAMO peuleHue 0 B03MOICHOCIU NPOBEOCHUSL PEKOH -
CMPYKMUBHO-NAACIMUYECK020 AeYeHusl peOeHKd, Y4Uumoleas
CMabUAbHYH peMUccuro 0cHo8Ho2o 3abonesanus. Cegopmu-
POBAH NAGH DPEKOHCMPYKMUBHO-NAACMUYECK020 AeHeHUs.:
8 C653U C SIBHO GbIPAJICEHHBIM OepUUUMOM MAeKUX MKaHel
8 unmepecyroujeii 30He, 0bay4eHuem nodbopodouHoI obaacmu
6 aHamHe3e 0CHOBHoIl 3adayell 1-20 smana peKOHCMpPYKUUU
HUJICHell mpemu Auya cmano co3oaxue npouuyuma Koxicu
U NOOKOJICHO-JICUPOBOLL KAeMUAMKU NYMeM UX PACMAICeHUs
C NOMOWbI0 UHOUBUAYANbHO20 3chaHdepa. B xode onepa-
MUBHO20 BMEUamenabCmea nocae uccedenus pyoyoeo-usme-
HeHHbIX MKaHeil 8 nodnodoopodouHyr 00aacmb NOOKOICHO
Obl1 ycmanoeneH 3cnanoep, 3anoaHeHHblid 12 mMa u3omoHu-
yeck0eo pacmeopa Hampus xaopuoa (puc. 4). Ilocaeonepa-
YUOHHbLI nepuod npomekan 2Aaoko, NAYUEHMKA UCHbLMbL-
6a1a ymepeHHblli ducKkomgopm 6 obaacmu ycmaHo81eHHO20
ycmpoticmea (aHanbeemuyeckas mepanus He mpebo8andacs),
NPU3HAK08 NPOPe3bleaHUs ICNaHOepa, UCMOHYEHUs MACKUX
MKaHeil 8bi61eH0 He 0blao (puc. 5).

B x00e dunamuueckoeo Habaodenus 6 ycaosusx HMHUIT
JTOH um. [Imumpus Poeauesa neobxodumocmu 6 ygeauye-
Huu obsema acnandepa 3a 3 mec 8bis61€HO He 0bL10.

Puc. 4. Ilayuenmka B. uepe3 2 mec nocae ycmaHo8ku nOOKONCHO20 ICNAH-
depa

Fig. 4. Patient V., two months after the installation of the subcutaneous
expander

Bmopoii sman pekoHcmpyKyuu HudicHell mpemu Auya
Y OaHHOU NAUUeHMKU 3aKA04AACA 8 YOaneHuu 3Cchauoepa
U YCmanogKe UHOUBUAYANbHOR0 NPOMe3a HUJICHel Yearocmi,
Komopulil 00axceH 6bla 60cco30amb NOOOOPOOOUHDLIL BbICIY.
Hmnaanm 61 u3e0moaeH Ha OCHOBAHUU UHOUBUOYANbHOO
npomomunupogarusi ¢ hocaedyrouum 3D-modeauposaruem
(puc. 6). Onepayus 6vinoaHeHa 6e3 0CA0JCHeHUI, NPUSHAKO8
socnaneHus, HeKpo3a nocae yoaaeHus scnandepa He omme-
YeHO, KOAUHeCMB0 MOOUAUZ0BAHHBIX MACKUX MKAHell 0Ka3a-
10Cb 0CMAMOYHBIM 045 3AKpbimuUs npomesa 6e3 Hamsice-
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Puc. 5. MCKT 2010661 u weu nocie ycmanosku noOK0ICH020 Ichandepa:
a — casummanvHas npoekyus; 6 — 3D-pekoHcmpyKyus

Fig. 5. MSCT scan of the head and neck after the installation of the
subcutaneous expander: a — sagittal projection; 6 — 3D reconstruction

Puc. 6. 3D-modenv unousudyanvroeo npomesa
Fig.6. 3D model of the individual prosthesis

a 7

Puc. 7. Ilocaeonepayuonnsiii nepuod: a — 1 mec nocae ycmaHo8Ku uUHOUBU-
dyanvHoeo npomesa, 6 — 3 mec nociae ycmaHo8KU UHOUBUOYANbHO20 NPOMe3a

Fig. 7. Postoperative period: a — 1 month after the installation of the individual
prosthesis; 6 — 3 months after the installation of the individual prosthesis

Hus. Umnaanm ycmarnoeien Ha npomsdiceHu 6ceil HudicHel
yearocmu (0m 00H020 00 OpY2020 yeaa) coeAacHo CnpoeKmu-
POBAHHOU modeau, puxcuposan gunmamu. Onepayuonnas
PAHA yuuma Ha2ayxo, Ha KOjiCy HAA0ICEH BHYMPUKOICHDLLL
woes, ukcayus unmpadepmansvHo (puc. 7).

Ilo dannvim MCKT eonoswt Ha 2-e nocaeonepauuoHHble
CymKU noaodicenue npomesa yoogiemeopumensvroe. B nocae-
onepayuoHHOM nepuode NpogoodUAACy KOMNAEKCHAs pea-
ounumauyus, 6 mom uucae u opmodonmuueckas. HMcxoonas
KAUHUYeCKas cumyayus: 6epmuKaibhas pe3yogas Ou3ok-
KAK03Usl, NPOMPY3Usi Pe3y08 GepxHell U HUJCHell 4earocmu,
adenmus 1.2 u 2.2. B ceéa3u c nposedenuem JIT nabaroda-
emcsl Hedopasgumiue KOpHell NOCMOSHHbIX Pe3U08 U KAbIKO8,
a makdice omcymcemeue 3a4amrKo8 npemMonsipo8 Ha HUdICHel
uentocmu. Ha eepxnioro ueatocmo 6bin U320moeaen annapam
€ 3ACA0HKOI 0151 A3bIKA 8 YeasX YCMPaHeHUsi NPOKAAObl8aAHUs
A3blKa Medcdy pe3uyamil 6epxHell U HUdCHell Yeaocmu, 04s
CMaduAU3aAUUU NOA0ICEHUS PE3Y08 HA HUICHELl Yeatocmu Obla
U320M081eH HecveMHbLll pemelinep. B danvreliuem nianupy-
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emcs uzeomosums annapam no muny Marco Rosa ¢ auyegoii
MACKOU 0451 CIMUMYASUUU POCIA 8ePXHEll YeACmU U 8bl08U-
JceHus ee eneped, Mak KaK HabAIaemcs Hecoomeemcmaie
6 Oasucax eepxuell U HUMICHEU 4eatlocmu 6 CacummanbHoll
naockocmu (puc. 8).

Puc. 8. Dman opmodonmuueckoii peaburumayuu
Fig. 8. Stage of orthodontic rehabilitation

B meuenue nepeoeo mecaya nocae onepayuy omme4anoch
nocmeneHHoe yMeHbvuleHUue omeKka MmKaueli enioms 00 eeo
NOAH020 paspeulenus, Ha (oHe ueeo cmaau 6UOHbl cAedyr-
wue UsMeHeHUs 8 001acmu HUMCHel mpemu Auya: nosiéaeHue
2APMOHUYHO20 KOHMYPA HUNCHEL YearoCU U 8bIPANCEHHOO
nodbopodouroeo evicmyna. Taxum obpazom, no Hauiemy
MHeHUI, 00CMuUeHym XOpouwluii 3cmemu4eckuil pe3yasmam

(puc. 9).
a 0

Puc. 9. Ilayuenmxa B.: a — 1 mec nocae ycmaHnoKku UHOUBUOYANbHOO NPO-
me3a; 6 — 6 mec nocae ycmanosKu UHOUBUOYAAbHO20 NPOmMe3sa

Fig. 9. Patient V.: a — 1 month after the installation of the individual
prosthesis; 6 — 6 months after the installation of the individual prosthesis
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BoiBoabl

DPO gBnseTcs 3aboneBaHMEM, XapaKTepU3YIOIIM-
Csl BBICOKOI CTEIEHbIO arpecCUM U TPEOYIOIIUM paau-
KaJIbHOTO MOoJAXona B jJedeHuu. B cBsA3u ¢ TeM, 4TO 3Ta
OITyXOJb BCTpPEYaeTCsl MPEUMYIIECTBEHHO B IETCKOM
BO3pacTe, 3aKOHOMEPHBIM MTOTOM TEpamuu ¢ IpUMe-
HenueM JIT sBiasgeTcs HapylleHHWE POCTa W Pa3BUTUS
00JydeHHOU obnacTu. TakuM oOpa3oM, MPU TTOJOXM-
TEeJIbHOM MCXOJE U BBIXOIE IMAllMEHTa B PEMUCCHUIO IO
OCHOBHOMY 3a00JIeBaHUIO aKTyaJIbHOI 3agayeil cTaHO-
BUTCS TIPOBENEHUE PEKOHCTPYKTUBHO-IUIACTUYECKOTO
aTana jedyeHus. [TallmeHT MIOMUMO 3CTEeTUYECKUX Hapy-
IIeHUN MOXET MMETh pas3IMJHble (QYHKIIMOHAIbHBIE
paccTpoiicTBa, KOTOpbIe HEOOXOIMMO CKOPPEKTHUPO-
BaTh JUISI OOECrevYeHUsT aleKBaTHOTO YPOBHSI KayecTBa
KM3HU. B mpuBeneHHOM HaMM KJIMHUYECKOM Ciydae
NeBOUYKE 8 JIeT, HAXOIIIeHCS B PEMUCCUM IO OCHOBHO-
My 3a00JIeBAaHMIO Ha MPOTSKEHUU 6 JieT, ObLIO BBIIIOJI-
HEHO XMPYPrudecKoe JeYeHue B LIeIsIX BOCCTAHOBICHUS
HIKHe# Tpetu nuna. Ilocne co3ganus mpoduimnTa Mar-
KUX TKaHell B paHee OOJydeHHOM IOANO0A00POIOUHOM
00J1aCTH C MMOMOIIBIO TIOJKOXHOTO 3CIaHaepa pedeHKy
CIIPOEKTHUPOBAH U YCTAHOBJICH MHAUBUIYAJIbHBIN ITPOTE3
HIYDKHEW YeIoCTU Uil (hOPpMHUPOBAHUSI TapMOHUYHBIX
npornopuuii 1tuua. B ganpHeieM nalydeHTKy OXUIaeT
3TaIl OPTOJNOHTUYECKON peaduIuTallMy U 3aMeHa MHIH -
BUIYaJbHOIO IpOTe3a Mo Mepe ee pocta. Heobxomumo
TMOMHUTb O MaJiOM MPOIIEHTE MAaIlMeHTOB ¢ OJarompu-
STHBIM McX0n0M JieueHuss DPO, B cBSI3M ¢ YeM KaXIbIit
clyyail peKOHCTPYKTUBHO-IIACTUYECKOTO Tara peadbu-
JIUTALMU TaKUX JETEH SIBISICTCS YHUKAIbHBIM U TOJDKEH
paccMaTpuBaThCsl B MHAMBUAYAJIbHOM IIOPSIAKE C yda-
CTMEM KOMAaHIbl Bpadyed pa3jiMUYHbIX CHEUMATbHOCTEH
JIJIsT BBIOOpa Hanbosiee afeKBaTHOTO BapuaHTa XUPYypru-
YeCKOTro JIeYeHUsI.
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