B CapkoMbl MATKMX TKaHeid M

YK 616-006.364

E)KCTPéPEHAJII)ItII)IE PABIONJHBIE OITYXOJIN
Y AETEN. CJIYYAU U3 ITPAKTUKHA

Xecranos /I.b., Pomannosa O.A., KouneBa B.B., Xaiipyaosa B.B., Cenxkanosa J.P.,

JI3amnaeB A.3., @enenko A.A., Aimes M. /1.

®I'bY <HMMUII onkoaorun mm. H.H. Biroxuna» Munsapasa Poccuu; 115478, r. Mocksa, Kammpckoe ., 1. 24

Karoueeoie caosa: padaonaHbie OMyXo0JiM, 1eTH, XUPYPIUYECKOE JieueHHe, XUMUOTEPATNs, PeIKHe ONyXO0JIH,

BbIKHBAEMOCTDb, CAPKOMbBI MATKNUX TKaHei

IIpoaokaercs NOMCK HEOAXBIOBAHTHON XUMHOTEPANUM Y MAIMEHTOB JIETCKOrO BO3PACTa C PAOIOUIHBIMHU ONMYXOJISMHU.
Ha npumepe JieueHns1 TaHHOTO MANMEHTA HAPSAY C UCMOJIb30BAHNEM AHTPAIMKIMHOBBIX MPOTHBOOMYXOJIEBBIX NPENAPATOB
BO3MOZKHO MPUMEHEHHUE CXeMbl 3TON03un/upochamus B He0ATbIOBAHTHOM PeKUMe Y MANMEHTOB ¢ PA0IOUIHOI OMYyX0JIbIO.

Pa6z[ommme OITyXOJIU MPEACTABIISIIOT COOOM TPYIITY
BBICOKOArpeCCUBHBIX HOBOOOPA30BaHUIA, BCTpeya-
JOLLIMXCSI PEUMYILIECTBEHHO Y IeTEM MEePBIX JIET XKU3HU
U XapaKTepU3YIOLIMXCsl KpailHe HeOJIaronpusTHBIM
nporHo3oM. HecMoTpss Ha MHOXECTBO OTAEIbHBIX
HaOJIOAeHUIA U MYJBTULEHTPOBLIX MCCIEI0BAHUIA,
CYILIECTBYET OYEHBb MaJjiO JTOCTOBEPHBIX TaHHBIX B OT-
HOILIEHUH 3a00J1€BAEMOCTH, CTPYKTYPHOM XapaKTepu-
CTUKHU, CIELMMUIECKUX KIIMHUYECKUX ITPOSIBIEHU 1,
YTO caMoe IaBHOe, 3P (MEKTUBHBIX MEXIYHAPOIHBIX
IMPOTOKOJIOB JICYEHUsI MAllUEHTOB ¢ PabaOUAHBIMU
OITYXOJISIMU Pa3IMYHON JoKanuz3aluuu. B cTpykType
omnyxoJjieli MSITKUX TKaHel pabJouJaHbIe OIYXOJU
KpaiiHe peaku W cocTtaBisioT meHee 1%. B EBpome
MoKas3atejib 3a00/1eBaeMOCTH JAHHOI MaTOJIOTUEN CO-
craBisieT B cpeaHeM 0,05 ciydas Ha 100 ThIC. AeTeii B
roa B [epMaHUM, CXOXKM 3TU TTOKA3aTeJIM U ¢ JaHHBIMU
3abojieBaeMOCTU B Benukooputanuu. M3 HUX Ha ony-
XOJIM, JIOKaJIM30BaHHbBIEe B Ioukax, rmpuxoaurcs 0,024
Ha 100 TbIC., Ha omyxoju MATKux TKaHeid — 0,015 u Ha
onyxonu ITHC — 0,011 ciayyag Ha 100 ThIC. IE€TCKOTO
HaceneHust B rog. B CIIA 3abosieBaeMOCTh JaHHO
narojorueit y gereii cocrasusger 0,019 cinyuast Ha 100
ThIC. cpeau onyxoJeit mouek, 0,089 ciryuast Ha 100 ThIC.
cpeau onyxoseit IIHC 1 0,032 ciyyas Ha 100 ThIC. cpenu
omnyxoJieit 1pyroi jokanuzauuu. Majapbuuku O0JICIOT
HeckoJibko yaite (1,4:1). Hanbosee yacto mopaxaroTcst
IHHC (atunuyHast TepaToua/padbaonaHasi OImyxoJb),
MOYKM (3710KaYeCTBEHHAs! pabaouaIHas OMyXoJib MoY-
KM) U MsATKMEe TKaHM (3KCTpapeHabHasl padaouaHas
omyxoinb) [2, 5,9, 16].
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PabnounagHast onyxosb Obljla BIIEpBBIE OINMKCAaHA B
1978 r. U3HavaibHO OHA cuMTajach padJoOMUOCAPKOM-
HBIM BapUaHTOM OITyXxoau Bunbmca. BriociencrBuu oHa
Obl1a BeIIEJIEHA B OTAEIBHYIO TPYIITY OITyXOJIei MITKUX
TKaHeH, TaK KaK ObUTM OTHMCaHbl IKCTpapeHaIbHBIE CITy-
yau HaOJI0NEHUI TaHHBIX HOBOOOpa3oBaHMii. 3a mo-
clienHue 25 et ObLJIM OIMMCcaHbl paOJOUIHBIC OITYXOJU
MpaKTUYECKN BCeX aHATOMMYECKUX JoKaIu3auii [14].

HeszaBucumo oT Jiokanu3aluu 3710KauyeCTBEHHOTO
Tpoliecca B OCHOBE MaToreHe3a padIOMIHBIX OITyXoJeit
B 90% citydaeB JIEXUT OHaJiebHAs MHAKTUBUPYIO-
1asi MyTaius reHa-cymnpeccopa onmyxoJeBoro pocTa
SMARCBI (hSNF5/INI1). DTOT reH pacIiojioxkeH B JIO-
kyce 11.2 Ha ijTMHHOM ILTede 22-ii XxpoMocoMbl (22q11.2)
[3, 21, 22]. Penxue ciryyau CBsI3aHbI ¢ OMaLIeIbHOI My-
Tanuei reHa-cymnpeccopa SMARCA4, pacriojioxKeHHOToO
B JUIMHHOM Iu1eue 19-it xpomocomsl (19p13.3). 85%
pPabIOMAHBIX OMyXOJieli UMEIOT T€ WM MHbIe MyTalluu
B IIpejaenax 9 3K30HOB JaHHOIO reHa. bojee HOBbIE
rccenoBaHMS ITPOTUBOPEYAT ITOM TOUKE 3pEHUS U TTO-
Ka3bIBAIOT LIMPOKHU crieKTp MyTallMOHHbIX SMARCB 1
y OITyXOJIeW IpYrMX aHaTOMUYECKMX JIoKanu3auui [ 18].
DTU MyTaLlM¥ MOTYT OBITH KaK cOMaTnyecKuMu (65%),
TaK ¥ OJIOBLIMU (35%), B 65% citydaeB coMaTUYeCKUE
MyTalM1 HOCST CIIopamuyecKuii xapakrep. OTKpbITHE
HaJIW4uMsl TepMUHaIbHBIX MyTauuii SMARCBI y neteii
C pabIOMIHBIMU OMYXOJISIMU TIOCTYKUIIO OCHOBOM IIsT
BBIJCJICHUS] CHHAPOMA «ITPEIPACIIONOKEHHOCTH K pad-
JTOUIHBIM OyXoJsiM». CeMelHbIe clTydar 00beIMHEHbI
MO TEPMUHOM «CHUHIPOM TIPEAPACTIONOKEHHOCTH K
pabnounHbiMu ommyxosisiM» — RTPS. B 1o BpeMst kak
OOJIBIIMHCTBO MAlIMEHTOB, CTPATAIOIINX CUHIPOMOM
MPenpacIiofoKeHHOCTH K pabIOUIHBIM OIYXOJISIM,
xapakrtepusytorcs SMARCB I mytauuii, B 1UTepaTypPHbBIX
JTAHHBIX UMEETCS OIUH KIIMHUYECKUM CTydail, KOTOPbI
ONMCHIBAET CEMbBIO C ABYMSI IETbMU, Y KOTOPBIX HEe OOHa-
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pyxeHa 3Ta myTauusi. Kpome Toro, uMeroTcst ormcaHusi
3I0POBBIX IETE, y KOTOPBIX MTPU MPOBEAEHUN MOJIEKY-
JISIPHO-TeHETUYECKOro aHaju3a Oblia BbIsiBIeHA JaHHAsI
mytanus B rexe [1, 3, 10, 18, 19, 21, 22].

CxoxecTb MOP(OJIOrMIECKOli U UMMYHOTHUCTOXM -
MUWYECKON KapTHHBI, a TAKXKe BbICOKasl 4YacToTa O0Ha-
PYXeHUsI MHAKTUBUPYIOLIUX MyTaluii reHa hSNF5/
INII B KjleTKax OIIyXoJieil MO3BOJUIN OObEAUHUTD
HOBOOOpa30BaHUsl Pa3IMYHOUN JOKaInu3alluu B OJIHY
HO30JI0rMYecKyo rpyminy. Panee myraiuu Obliu 00-
HapykeHBI B 6oJice yeM 80% cirydaeB B XpOMOCOMHOM
rpynme 22ql11.2 [21]. TlocneaHue naHHbIE C UCTOJIb-
30BaHMEM Pa3JMYHBIX METOJOB MOKAa3bIBAlOT, YTO
reHeruueckasi yacrtora myrauuit SMARCBI moxert
6bITh B 100% ciydyaeB M TIpecTaBieHa eAMHCTBEHHBIM
MYTaHTHBIM JJoKycoM. OgHAaKO HEKOTOpbIe aBTOPbI
CTaBSIT MO/ COMHEHUE PACCMOTPEHUE HaJIMUUs 3TOM
MyTallUM KaK MoKa3aTesist 001Eero riCTOreHETUYeCKOro
npoucxoxaeHusi. HecMoTpst Ha 3T0, HaJIMYMe TeHOM-
HO# MyTalluu U nonasjieHue akcnpeccuu SMARCBI,
BBISIBJISIEMBIE C MTOMOIIBI0O UMMYHOTUCTOXUMUYECKUX
U MOJIEKYJSIPHO-TEHETUUYECKUX METOIOB, OCTAIOTCS
€IMHCTBEHHbIMU Ha JaHHBII MOMEHT XapaKTepuCcTUKa-
MU onpeeeHust MOp¢oJIoruuecKoi MpUHaaIeXkHOCTH
omnyxonu [3, 12, 17, 18].

[Torepst reHeTMUECKOTO MaTepraia U3 XpOMOCOMBI
22ql1 Obl1a MpoAEeMOHCTPUPOBaHA MPU MPOBEIACHUUN
MOJIEKYJSIPHO-TEHETUYECKUX aHaln30B, dayopec-
LEHTHON in situ Tnbpuau3zauuu. Versteege U COaBT.
uzoauposaiu reH SMARCBI1 (hSNF5/INI1) uz xpomo-
coMbl 22q11.2 myTeM MO3ULIMOHHOTO KJIOHUPOBaHUSI.
SMARCBI siBnsietcst yactbto koMruiekca SWI/SNE Dto
TakKe JOKa3aHO OMbITaMM Ha MbIIIAX, SIBJISIOIIUXCS
retepo3uroTHeIMU o SMARCBI, B 100% cinydaes
pa3BUBAIOTCS pabAOUAHbBIE OMyX0oau U T-KJIeTOYHbIE
muMpombl. UMeroTcsT Takzke MHOTOYMCIIEHHBIE CO00-
IIEHUS O HAJIMYMU ITOJIOBBIX MyTaLmii B rene SMARCBI.
DTOT (paKT MOATBEPKACH HATMUYUEM CeMeit ¢ boJiee ueM
OJHUM WJICHOM CeMbU U OOJBHBIX C CUHXPOHHBIMU
pabaOUIHBIMU OMYXOJSIMU LIEHTPaJbHOW HEPBHOM
CHCTEeMBbI U B moukax [3, 19, 21, 22].

Hanbosee BecoMbIMU ITpeApacIioiaralolinMu pak-
TOpaMM SIBJISIFOTCSI HU3Kasl Macca TeJjla MpU pPOXISHUU
(<2500 r), npexaeBpeMeHHbIe POJbl (CPOK TecTaluu
MeHee 37 Hell), MO3IHUIA CpOK rectauuu (0osee 42 Hex),
MHoOroruiogHast oepeMeHHocTh. Hanbosee yacto pabd-
JIIOUJIHBIC OTYXOJM BCTpevarTcs y aeteit o 1 roaa.
DKcTpapeHaabHble paOaOUIHbIE OMTYXOJU OTANYAIOTCS
KpaliHe HeOJIaronpusiTHBIM NTPpOrHOo30M. BbIkuBae-
MOCTb cOCTaBJIsIeT He 6ojiee 20% Ipy MCITOIb30BaHUU
COBPEMEHHBIX METOAOB JieueHHs1. OCHOBHOI MPUYMHOMN
9TOTO SIBJISIETCS MO3IHEE OOpallleHUe B CIIeLIMATIU3UPO-
BaHHbBIC YUPEXKACHMS U, KaK CJIeICTBUE, O3IHEE HAYaJI0
JiedeHusl. boJbIIMHCTBO MallMEHTOB MOrMbaloT B Mep-
BbIe 12 MeC OT MOMEHTA ITOCTAHOBKU auartosa [6, 20].

Penkast BcTtpeyaeMoCTb TaHHOTO 3a00JieBaHUs Je-
JIaeT HEBO3MOXKHBIM U3yYeHUe pabJOMIHBIX OTTyXOeit

B paMKaX MOHOLIEHTPOBOT'O MCCeA0BaHUs, U TOJbKO
00beIMHEHNE KIMHUK B OOJbIINE MYJBTULICHTPOBbIE
IPYIIITBI TTO3BOJISIET MPOBOAUTH KIMHUYECKHUE UCCIIe-
JIOBaHUSI U 1a€T BOBMOXHOCTb TSI UCCIIeIOBaHMSI pad-
JouaHOM omyxoiu. [TpoToKkosa sedeHust pabaoUuIHbIX
OITyXOoJIell pa3IMYHbIX aHATOMUYECKUX JIOKAIU3alui
B HacToslllee BpeMsl He cyliecTByeT [6]. B HemaBHell
cTaThe MoKa3aHo, 4to KieTku CD133* neMoHCTpupyIoT
XapaKTepUCTUKN PAKOBBIX CTBOJOBBIX KJIETOK U MOTYT
OBITh UCIOJIb30BaHbI B KAUe€CTBE MOTEHIIMATbHBIX MU~
1IeHei s OyaylMX TeparneBTUYecKrX cTpateruit [7].
HenasHue nmybaukauyMu onuchiBaloT yCcrelHble Tepa-
MEeBTUYECKUE TTOAXO/bI AaXe MpU HaJWYUU MeTacTa-
TUYECKOI 00JIE3HM WIM peuuauBa 3adoyieBaHus [8].
OJHUM 13 OCHOBHBIX TTOAXOJ0OB B JIEUEHUU SIBJISIETCSI
KCIOJb30BaHWE€ UHTEHCUBHON XMMMOTepanuu (Hau-
0oJiee YacTo B cXeMax JIeYeHUsT UCTIOb3YIOTCSl aHTpa-
LIMKJIMHOBBIE aHTUOMOTUKY, AIKWJIMPYIOILIME areHThI,
npenapaThbl MJIaTUHBI). XUPYPTUUECKOMY JICUEHUIO
MOMUMO XMMUOTEpANMU OTBOAUTCS Beayllasi pojb
B JICUEHUU, TIPUYEM PAJTUKAIbLHOCTbh MPOBEAEHHOTO
XUPYPIrUYECKOTO JeUSHUST HAMIPSIMYIO0 KOPPEJIUPYET C
BBIKMBaeMOCTBIO IPY AaHHOM marosoruu. PabnonaHbie
OIYXOJIM TaKXe SIBJISIFOTCS] PaAuOYyBCTBUTEIbHBIMU,
U TIPU HEBO3MOXHOCTU TPOBEAEHUS PaIUuKaIbHOTO
XUPYPIUUECKOro JeueHusl pojib Jy4eBOM Teparnuu Be-
Jnmka. OgHaKo IpobJieMa 3TOro MeTo/1a 3aKJ0uaeTcs B
TOM, UTO MUK 3a00JI€BA€MOCTH IMTPUXOIUTCS HA MEPUOT
JI0 2 JIET, B CBSI3M C YeM K BOIIPOCY O JIy4eBOM Tepanuu
cieyeT MOAXOAUTh UHAMBUAYATbHO.

OcHoBHas TpobJieMa COCTOUT B TOM, YTO KJIMHUYE-
CKMe JaHHbIE O MallMEHTaX ¢ IKCTpapeHaJIbHbIMU pabd-
JIOVIHBIMU OITyXOJISIMU JJOBOJILHO PEIKU B IUTEpATypeE.
B perpocriektuBHOM aHanu3e uccienoBanuii IRS 111
TOJIBKO Y 26 marimeHToB 13 3000 ObIT TOATBE P3KACHHBIIA
IMarHo3 padbmouaHoit orryxonu [13]. Omyxonm JoKaan-
30BajJIMCh B KOHEYHOCTSIX, MSITKMX TKaHSIX TYJOBUIIIA,
3a0pIOIIMHHOM TTPOCTPAHCTBE, OPIOIIHOM TMOJIOCTU U
MajioM Ta3y. ToabKo 5 n3 26 malneHTOB XKUBBI — CPOK
HaOmoneHus 82 mec. B uccinenoBaHuu, MpoBOAUMOM
B IeTcKkoit 6onbHuLe JlIoc-AHmXKeneca, HabIOIAINCh
JIeBSITh TIAIIMEHTOB C 9KCTpapeHaJIbHON pabIoOMIHOM
ortyxoJibio [ 15]. 13 9 manneHTOB 3 HAOIIOHAJINCH B TEUE-
Hue 26; 33 u 104 Mec mocyie ycTaHOBJICHUS TMarHo3a 6e3
MpPU3HAKOB 3a00/1eBaHMs1. BpeMst 10 mporpeccrupoBaHus
3a00JIeBaHMST Y OCTATBHBIX OOJBHBIX OBLIO KOPOTKUM
(B cpenHeM 3,6 Mmec). Bce ocraBmmecst B KMBBIX TTO-
JIYUWJIM MYJIBTUMOJANIBHYIO Teparuio, BKIYAOIIYIO
XUMUOTEPAINIo, XUPYPruw, U y 2 MaluueHTOB Oblia
npoBeeHa JydyeBas Tepanus. OQuH MauueHT MOJyYnT
BBICOKOJIO3HYIO XMMMOTEPAIIUIO ¢ TpaHCIUIaHTallue
[1CK. ITogoOHbIe pe3yabTaThl IPeACTaBACHbI U B APYTUX
HaOmoaeHusx [4]. B cBoeit myonukauuu Dallorso u co-
aBT. [11] u3y4yusu pojib BBICOKOAO3HOI XUMUOTEepariu
MPpU pabIOUIHBIX OTTYXOJISIX PA3IMUHON JTOKATU3al UK.
ABTODBI TIPOBEJIN MCClIenoBaHue Ha 29 mamueHTax u
ObUTH BKIIIOUEeHBI B ucciaenoBanue AIEOP. 13 manu-
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€HTOB MOJIYYWJIM MUET0a0JaTUBHYIO XUMUOTEPATIUIO.
[TaTunetHsst 0e3pelaAUBHAS BEDKMBAeMOCTh HE OTIN-
yajach y MnaiyeHTOB, KOTOpbIe MOoJyJyaiu TpaaulluoH-
HYIO XUMUOTEPAINIO, U TeX, KTO MOJYYM BBICOKOI03-
HYIO XUMHUOTepaInio. ABTOPHI IIPUILIJIA K BBIBOMY, YTO
POJIb BBICOKOAO3HOM XMMUOTEPAIINU IS YIIyUIIeHUS
MIpOTHO3a 3a0ojieBaHusI coMHUTENbHA [8, 11, 13, 15].

B nepuon ¢ 1984 no 1999 r. B [epmaHuu Habona-
quch 70 nereit ¢ paOAOUIHBIMU OMYXOJSIMU Pa3HbIX
aHATOMMWYECKMX JIoKanm3anuii. M3 Hux 35 gereii ObLIn
miuanme 1 roma, 10 gereii ot 1 roma go 2 jet, 9 nereit ot
2 no 3 et u 10 nereii 6buM cTapie 4 yet. [1o n1okanm-
3aluu 32 ciiydast — B ITOYKaX, 25 — B MITKUX TKaHSIX U
13 — B ueHTpaJibHOM HepBHOI cucteme. B 20% ot ormy-
X0JIeit IIeHTPaTbHOM HepBHOM crcTeMbI 1y 40% 601b-
HBIX 9KCTpapeHaJbHBIMU PAOIOUIHBIMUA OITYXOJISIMU
OBLIY BEISIBJICHBI METacTa3bl HA MOMEHT YCTAHOBJICHMUS
nuarHosa. JleueHue ocyIecTBIsSJIOCh B COOTBETCTBUU
C IEeWCTBYIOIIMMU MPOTOKOJIAMM, JOCTYITHBIMUA B TO
Bpems (HIT, SIOP, KCB). 28 mauueHTOB MoJy4uiu
nyaeByio Tepanuio (ot 30 go 40 Ip) B momosHeHMe K
XUpYyprum u xumuoTepanuu. M3 70 3apeructpupoBaH-
HBIX MTAIlUEHTOB 46 yMepJIk B T€YEHHE ABYX JIET IMOCTe
MOCTAHOBKM AMarHo3a. JIBa mauueHTa JOXUIU 10
YeThIpeXJIETHEro Bo3pacTa Mocje YyCTaHOBJICHUS JU-
ar{osa, HO 3aTeM BblaJu U3 HaOmoaeHus. [1porHos
ObUT HEOJJAarONMpPUSTHBIM HE3aBUCUMO OT JIOKaIU3aluu
MEePBUYHOMN OMYyXOJU WIU UCIOJb3yeMOIo MPOTOKOJIa
JiedeHus1. ENMHCTBEHHBIM CTaTUCTUYECKM 3HAYMMBIM
HeOJ1aronpUsSITHBIM ITPOTHOCTUYECKUM (DAKTOPOM ObLIO
HaJIMyMe MeTacTaTUdecKou 6oJie3Hu [16].

[TaumenT /1., 1 Tox 8 Mec, ¢ AMarHO30M: BKCTpape-
HaJbHas paOaouIHasl ONyX0JIb MSTKUX TKaHe# JIeBOI
mieyeBoit koctu, T 2 bNO MO CocTtosiHue 1mocie
KOMOMHUPOBaHHOTO jeyeHusi. ConmyTcTBYyIOIIee 3a-
bosieBaHUe: Je(eKT MEXIpPeacepaAHON MeperopoaKHu.
OTKpbITHIN apTepuaibHbiii mpoTok. HK 2 A ct. Co-
CTOSTHUE TOCJIe TIACTUKU aedeKTa MeXIpeacepaHOon
MeperopoJku KceHollepuKapaualbHOW 3amiaaToi
(16.03.2015); mrepeBSI3KM OTKPBITOTO apTepUaIbHOTO
npoTtoka B ycnoBusix MK u runmorepmum, HK 1 cT.

[TaleHT moy4n KOMIUIEKCHOE JICUeHUE B YCJIOBU -
sx craunonapa HUM JOI' ®I'BY HM M1 onkonoruu
nMm. H.H. broxuna Munsapasa Poccun ¢ 30.07.2015
mo 01.07.2016 .

M3 aHamMHe3a U3BECTHO, YTO peOeHOK OT 2-ii Oe-
pemeHHocTH, MeTogoM DKO, mpoTekasiieit Ha ¢oHe
TOKCHKO3a BO BTOpOM TpuMecTpe. Poabl BTopble, yTeM
KecapeBa ceueHusl. Macca Tejia pebeHKa Ipy poXKIeHU N
2700 1, poct — 48 cM. [Tepron HOBOPOXKIEHHOCTH ITPO-
TeKas 6e3 ocooeHHocTel. Ha rpynHoM BCcKapMIMBaHUU
10 10 mec. Poc 1 pa3BuBajicst COOTBETCTBEHHO BO3PACTY.
PebeHKy nmpu poxkaeHUM ObLI IMarHOCTUPOBaAH AehEKT
MEXIIpEeICEePIHOIM MeperopoaKu, OTKPHIThI apTeprab-
Hblil ipoToK. HK 2A. B 9 Mec B yclI0BUM UCKYCCTBEH-
HOT'0 KpoBooOOpallleH s peOeHKY ObLiIa BbIIIOJIHEHA OIle-
paiusi B 00beMe TUIACTUKHU AeeKTa MeXMpeacepaHOM

MePEeropoaK1 KCEHOKapAaIbHOM 3aI1aToM, MEPEeBI3KU
OTKPBITOTO apTepuaIbHOrO MpoToKa B yciaoBusix MK u
runoatepmun, HK 1 cT.

Ha npurmnyxyiiocts B 00J1aCTH JIEBOTO T1JIe4a BIIEpBbIe
ooparunu BHuMaHue 01.07.2015 . Bo BpeMsI rocnu-
Taau3aluy B MHCTUTYTe uM. bakyneBa. HampaBieHbl
B nnosmkyimHuky HUM OOT, u 31.07.2015 ., mocie
KOMILJIEKCHOTO 00C/Ie10BaHUsI, BHIMOJTHEHA OTKPbITAsI
Ouoricus, MpoBeJAeHO I’MCTOIOTUYECKOE UCCIIeJOBaHNE
Y BBICTABJICH BbIlIeyKa3aHHBIN JUATHO3.

MMMyHOTHCTOXMMHMYECKOE MCCIAEJAOBaAHUE:
Ne 28892/2015 ot 09.08.2015 r. B ckeneTHOI MbIIiI-
1Ie — pa3pacTaHue OMyXOJu, MTOCTPOCHHON U3 KIIETOK
C 203MHOMUIBHON LIUTOIIA3MOM U OBaJIbHBIMU-KPY-
[JIBIMU BKCLIEHTPUYHO PACTIONIOXKEHHBIMU siipaMu. [1pu
MI'X-uccienoBaHuy B KJI€TKaX OIyXOJIM OOHapyKeHa
BKCIpEeCcCUsl BAMEHTHHA U IUTOKepaToB (KiioH AE1/3)
(nepuHykKjieapHoe okpalinuBaHue). He oObHapyxeHa
9KCIpeccusl nfecMuHa, MmuoreHnHa, MyoDI, CD34,
S100, WT-1 (uuromnaszma), CD99, cunanropusuHa,
HMB-45, MelanA. 3akioudeHue: 3KcTpapeHaabHas
pabaougHas oIyXojb (capkoma), 3-il cTeleHH 3710Ka-
yectBeHHOCTHU (1o cucteme FNCLCC). 09.08.2015 .

IMamueHT 00CYyXIeH Ha KIMHUYECKON KOH(epeH-
LIMY, U pellieHO HavaTh CrielINaIbHOE JICUCHUE.

IMposeneno 6 kypcos npenonepanrionHoi [TXT cxe-
Mmamu VDC u IE ¢ BeIpazkeHHBIM MOJI0KUTEIbHBIM 3(]-
(exToM B Buzie cokparieHus onyxosuu Ha 90% (puc. 1).

Puc. 1. Cokpamenue omyxo;m Ha 90% mocJie npoBeIeHHoi mpe-
nonepamuonHoii [TXT

MPT neBoro mieda ¢ B/B KOHTPAaCTUPOBAHUEM OT
01.02.2016 1.: oTMedaeTcs BBIpakeHHasT TTOJIOKUTETb-
Hasl IJMHaAMKKa B BUJE YMEHBIIEHUS pa3MepOB OITyXOJI1
MSITKMX TKaHSIX HUXKHEW MOJOBMHBI JIEBOTO Tjieya B
TOJIIIEe riedeBoil Mblibl A0 1,5x1,3x1,7 cm (ObLI10O
3,6x2,8x6,2 cMm). OTMedaeTcs qanbHelIee U3MeHEHIE
CTPYKTYDPHI 3a CUET HapacTaHUs y4yacTKoB (pubpo3sa/
ckiiepo3a. [Ipu BHYyTpMBEHHOM KOHTPacTUPOBAHUU
OTMEYaeTcsl yMEHbIIIEHNE WHTEHCUBHOCTU HaKOILIe-
HUSI KOHTPACTHOTO Mperapara, YTo CBUIETEIbCTBYET O
MOJIOXKUTETbHOU JUHAMUKE. XapaKTePUCTUKU KPUBBIX
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HAaKOIUJIEHUS CBOMCTBEHHBI AaKTUBHOUW OMYyXOJIE€BOM
TKaHU ¢ Ipu3HaKamu natomopdosa. CoxpaHsieTcst 0TeK
J1e4eBOM MbILIILBL. [T1eueBoii cocynucTo-HEPBHBIN My~
YOK MNPUJIEKHUT K OIyXOJI1, Ha HEOOJIBIIIOM MTPOTSKEHU
OKpYXeH onyxoJjbto Ha 1/2. MP-curHan ot niedeBoi
KOCTU He u3MeHeH. [leprocranbHOl peakiiuy He Bbl-
siBJieHO. KOpKOBBIii CJI0I HE NCTOHYEH.

3akmoueHue: MP-kapTuHa 3710KauecTBEHHOM OITy-
XOJIU MSITKUX TKaHEeW MMCTaIbHOM MOJOBUHBI JIEBOIO
rieya (He MpOTUBOPEUYUT IKCTpapeHalbHOM pabaoui-
Hoit onyxosn). [TonoxuTtenbHas AMHAMUKA.

05.02.2016 . pebeHOK 00CYXIeH Ha KOH(pEpEeHIINN
Bpaueii MmojJ pyKoBOJACTBOM akajaemuka Anvesa M /L.,
PEeKOMEHI0BaH ONepaTUBHBIN ATar JieueHUs — yaase-
HUE OTYXOJIU.

OmnepatuBHOe nedeHue: 09.02.2016 . — ucceyeHue
OITYyXOJIM JIEBOTO ILjIeya.

[TonoxeHune O0OJBHOTO HA cniHE. BBIMOIHEH JIU-
HEWHBIA pa3pes3 Mo JjarepajibHON MOBEPXHOCTU C UC-
ceyeHueM I1/0uorcuitHoro pyolia u ¢ mepexonoM Ha
B/3 mipearieubsi. KoxHbIe JJOCKYTHI OTCenapoBaHbl U
OTBe/IeHBI B CTOPOHY. [1pu peBu31H BBISIBJIEHO, UTO OITy-
XOJIb UCXOIUT U3 IJIeYeBOM MbllIbl. Ha mepBom artare
BbIJIEJICHBI COCYUCTbIN My4OK, CPEAUHHbINI, TOKTEBOM
U JIy4eBOI HEPBBI U B3SITHI HAa AepXKaIKu (puc. 2).

Puc. 2. I1neueBpie apTepusi 1 BeHa, CPEINHHDII 1 JIOKTEBO# He-
pBbI — 1, Ty4yeBoii HepB — 2

BrigeneH rnmpokcuManbHbIM OTAE II€YEBOM MBIIILIBI
C IMpuierarolleil HaAIKOCTHULIEN U OMYyXOJIbIO, U MPO-
MU3BelleHa YacTUYHasl pe3eKlius MpuJieraroiieil yactu
JIUJIMHHOM TOJI0BKY OU1Iernca, MOCJe Yero BblAeJIeH AUC-
TaJIbHBII OTAEN IIJIeYeBOI MBIIIIBI (puc. 3).

OnyxoJib ynajieHa eIMHbIM OJIOKOM B IIpeesax 310-
POBBIX TKaHei (puc. 4).

ITocneonepallMOHHBIN TIEPUOJ MPOTEKAI TIAIAKO,
0e3 ocnoxHeHuit. 1Bl cHsATHI HA 14-e cyTku. Pana
3aXKujia NEPBUYHBIM HATSXKEHUEM.

ITocieonepaliliOHHOE TMCTOJIOTMUYECKOE UCCIIEI0Ba-
Hue: Ne 4413/2016 ot 14.02.2016 . DKcTpapeHanbHast
pabaouHasi OIyXoJb (capKoma) ¢ mpru3HaKaMu Jieueo-

Puc. 3. IIpokcuMasbHbIii OTIE IIe4eBOii MBIIIIIBI ¢ MPHIETaomei
HAIKOCTHHMIIEH U OMyX0Jbi0 — 1, 1JIMHHAS roJI0BKa Ouuenca — 2

Puc. 4. Ynanennblii Makponpenapar

Horo rnaromopo3sa 3-ii creneHu. [IpuronHo K uAEHTU-
(ukaruu 5% KJIeTOK CapKOMbI, OCTaJIbHOE — (HUOPO3-
Hasl TKaHb, KCAHTOMHBIC KJIETKH, MearuracTudeckast
KocThb. He oOHapyXeHO BpacTaHMsI OMYyXOJU B KOXY.
B kpasix pe3eKlnn CKEJIETHON MBIIIIIBI OMyXOJeBbIe
KJIETKM HEe OOHapPYXKECHBI.

B mocieonepalimoHHOM mepuoe MalueHTy ObLI
MPOBeJeH KypC AMCTAHIIMOHHOU JyueBOW Tepanuu
Ha 00JIaCTb MEPBUYHOTO PACIPOCTPAHEHUS OIYyXOJIU
sesoro rieya B COJI 45,6 Ip u 4 Kypca momuxuMuore-
panuu o cxeme 1E. IIpu KOHTpOJIbHOM 00C/IeI0BaHUU
MAHHBIX 32 HAJTMIMEe aKTUBHOM OITyXOJIEBOM TKaHU He
oOHapyxeHo. JleueHre okoHuYeHO B utosie 2016 T.

B HacTosiiee BpeMsi maiiueHT 0e3 MprU3HaKOB peliy-
nuBa 3a0ojeBaHus (puc. S).

MPT o120.12.2017 1.: mpr3HAKOB OCTAaTOYHOM OITy-
XOJIM He BBIsIBIeHO. [TocieonepalinoHHbIN pyoel — 0e3
ocoOeHHocTel. JJoMmoTHUTEBbHBIX 00pAa30BaHUI HE
BbIsIBJIEHO. Ha (oHe BhIIICONMMUCAaHHBIX U3MEHEHUM
MPHU3HAKOB OCTATOYHOMU aKTUBHOM OITYyXOJIEBOU TKaHU
He BBISIBIICHO. [1py BHYTPpMBEHHOM ITMHAMUYECKOM
KOHTPacTUPOBAaHUM YYAaCTKOB MHTEHCHBHOIO HaKO-
TUICHUSI KOHTPACTHOTO MperapaTa, CBOMCTBEHHBIX IS
AKTMBHOM OITyXOJIEBOW TKAHU, HE BBISIBJIEHO.

52

CapKOMBI KOCTel, MSITKUX TKaHel 1 oImyXxoii Koxu Ne 2—2018



DKcTpapeHalbHbIe Pa0IOUIHbBIC OMYXOJIH Y AeTEi

Puc. 5. MPT-npusHakoB penyauBa 3a00JieBaHus He BbIsSBIEHO

3aximouyenue: MPT-npusHakoB peunnuBa 3a00j1e-
BaHUs HE BBISBIICHO.

3aKkimoyeHue

Takum o6pa3oM, HECMOTPS Ha TO, YTO XUPyprude-
CKUI METOJl OCTAeTCSI OCHOBHBIM B JICUCHUU PaOIOMI-
HBIX OIyXOJIel, TOJTbKO KOMOMHUPOBAHHBIN TTOIXOT
TTO3BOJISIET TOOUTHCS XOPOIIUX PEe3yIbTaToB y 3TOM
KaTeropyru NmalmeHToB. B HacTosIIIee BpeMsI MIeT IOMCK
HeoaIbIOBAaHTHOM XUMUOTEPAITNH, CITOCOOHOI 0Ka3aTh
TTOMOIIIb B JICYEHUH MMAITUEHTOB C JAHHOM MaTOJIOTUEH, 1
YUUTBIBASI MaJI0€ KOJIMYECTBO HAOI0IeHU I, HEOOXOAU -
MO TIpOBeIcHIE TeParTui, TMarHOCTUKY 1 HaOJTIoIeHIEe
TOJIBKO B CIIEIIMATN3NPOBAHHBIX IIEHTpaX.

HNudopmanus 06 ncrouHnkax GuHAHCHPOBAHUS
DuHaHCOBOI MOAIEPKKU B HACTOSIIICH CTaThe HE OBLTO.

KoHndaukT uHTEpecoB
ABTOPBI 3asIBJISIIOT 00 OTCYTCTBUM KOH(PJIMKTA UHTEPECOB.
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HNudopmamonHas cTpaHuna

Xecranos [enuc bopucosnu, ®I'BY «<HMMULI onkoio-
run uM. H.H. Bnoxuna» Munsapasa Poccuu, . MockBa,
CTapIMi HAyYHBIN COTPYIHMK OTACJICHUS XUPYPTHIECKO-
ro No 3 (oITyxos1eil OITopHO-IBUTATEILHOTO arapaTa) OT-
Jies1a o0IIell OHKOJIOTMH, KaHAMAAT METUIIMHCKIX HayK.

Pomanmosa Onbra AsnekcaHgposHa, ®PI'BY «HMMHAI]
onkosiorun um. H.H. Broxuna» MunsapaBa Poccuu,
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noruu uMm. H.H. bnoxuna» Munsapasa Poccuu, . Mo-
CKBa, Bpad OTIeJIcHMsT Xupypruaeckoro Ne 3 (omyxoseit

OIMOPHO-JIBUraTeJIbHOTO anriapara) oTaesa oolIeii OHKO-
JIOTHM.

XaiipynoBa Benepa Barunzosna, ®I'bY «HMUII onko-
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OIIOPHO-IBUIATEJIbHOTO allrapara) oTaesia 00lieil OHKO-
JIOTUM.

CenxaroBa Dibmupa Pudarosna, ®I'bY «<HMUILL oH-
kosioruu uM. H.H. broxuna» Munsapasa Poccuu, . Mo-
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J3ammaeB Acnan 3aaumxaHosud, ®T'BY «<HMMUII onko-
soruu uMm. H.H. broxuna» Munsnpasa Poccuu, . Mo-
CKBa, 3aB. OTIeJcHHEeM XupypruueckuM No 3 (omyxoseit
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®denenko Anekcannp Anekcanaposuu, ®I'BY «<HMMUAIL
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run um. H.H. brnoxuna» Munsnpasa Poccuu, . Mockaa,
3aB. OTIEJIOM O0IIIeit OoHKoJIoruu, akageMuk PAH.

JlonoaHuTE IbHbIE YTBEPKIEHNUS

ABTOpBI COIVIACHBI Ha MYyOJUKALMIO TMPeacTaBICHHOM
pabdoTHI.

ABTOpBI YTBEPXAAIOT, YTO JaHHAsI PYKOIMCh B HACTOS-
1Iee BpeMsl He NIPEeNCTaBIeHa Ul MyOJIMKalUU B Ipyrue
U3JaHUS U He Obla MPUHSTA IJIsI MyOJIUKALU B IPYTUX
U3IaHUSIX.

EXTRARENAL RHABDOID TUMORS IN CHILDREN.

CASE REPORT

Khestanov D.B., Romantsova O.A., Kochneva V.V., Hayrulova V.V., Senzhapova E.R.,

Dzampaev A.Z., Fedenko A.A., Aliev M.D.

FGBU «National Medical Research Center of Oncology named after N.IN. Blokhin» of the Ministry of Health
of Russia, Moscow; 24, Kashirskoe Shosse, Moscow, 115478, Russia

Key words: rhabdoid tumors, children, surgical treatment, chemotherapy, rare tumors, survival, soft tissue sarcoma

The search for neoadjuvant chemotherapy in pediatric patients with rhabdoid tumors is under way. As illustrated by this case
report, etoposide/ifosfamide combination could be used as neoadjuvant treatment for patient with rhabdoid tumor.
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