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DKCTPAPEHAABHAA
PABAOMAHASA OITYXOADb C ITOPAKEHMEM
AETKOTO, PEBEP M TTO3BOHOYHWMKA
Y PEBEHKA 12 AET
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IIpeacTaBaeHBl PE3yALTATHI KOMIIAEKCHOTO XMMMOTEPaA-
MEBTUYECKOTO M XUPYPrUIeCKOTr0 NeYeHMST IKCTPAPEHAND-
HOWM paGAOMAHOM OMyXOAM, IPOTEKABIIEN C MOPakKeHMEM
nrerkoro, pebep u nmo3soHoyHmnKa y pebenka 12 ner. Orpa-
NeHHbIe Pe3yNAbTATDLI 0€3 MPU3HAKOB IMPOAOAKEHHOTO POCTA
¥ MeTaCTa3MPOBAHMST TTPOCAEKEHDI B CDOKM AO 3 NeT OT Ha-
yana nedeHms 1 2 ropa 7 Mec. mocae paAuKanbHOM orepa-
1y ¢ ToraabHon (360°) ABYXCErMEHTHOM PEKOHCTPYKIIU-
el T03BOHOYHMKA.
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EXTRA-RENAL RHABDOID TUMOR

INVOLVING THE LUNG, RIBS AND SPINE

IN A 12-YEAR-OLD CHILD

A.Yu. Mushkin, M.B. Belogurova, D.B. Malamashin,

V.B. Silkov, V.A. Evseev, T.D. Viktorovich, P.K. Yablonsky

The results of complex chemotherapy and surgical treat-
ment of extra-renal rhabdoid tumor with involvement of
the lung, ribs and spine in a 12-year-old child are presented.
Long-term results with no evidence of continued growth of
the tumor and metastasis were followed for up to 3 years
from the start of treatment and 2 years 7 months after radical
surgery with total (360°) two-level spinal reconstruction.
Key Words: rhabdoid tumor, extra-renal rhabdoid tumor,
treatment, spinal reconstruction, long-term results, chil-
dren, spinal tumor, pediatric oncology.
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3/I0KAYECTBEHHAS SKCTPAPEHAIbHAS Pab-
JouHas onyxoib (extra-renal rhabdoid
tumor, ERRT) — peakas, npeumyie-
CTBEHHO BCTPEYAIONIAACA Y JICTEM, arpec-
CHBHO PACTyIIAs HU3KOAU(D EPEHIUPO-
BAHHAS OIYXOJIb I'PYIITIBI MATKOTKAHHBIX
CAPKOM, UMEIOM[As MOP(OIOTHIECKYIO
KAPTHHY, CXOXYIO C OIyXO/blo Buim-
ca (Wilms’ tumor, HedpobaacToma),
HO JIOKAIU3YIOLIAACA BHE IIOYEYHOU TKA-
HU. MaKpOCKONUYECKU ONYXOJb IIPEJ-
CTaBJsIET COOOU HENPaBUIbHOU (HOp-
MBI OEI0BATO-CEPBIH, MHOTO(OKYCHBIH,
JIOBOJIBHO MATKUH y3€1 OOMBIINX Pa3-
MEpPOB, COJIEPKANIUI 30HBl HEKPO32a

U KPOBOU3NUAHMS. MUKPOCKOTUYECKH
BbIABJIAIOT COTUAHBIC ITOIA 1 MACCHBHBIC
IIYYKU U3 CPABHUTCIBHO KPYITHBIX MHO-
I'OYT'OJIbHBIX, BEPETEHOBU/HDIX U/UIN
OKDYIVIBIX KJIETOK C OTHOCUTENBHO CBET-
JIBIMH, YMEPEHHO MOMMMOP(HBIMU S7pa-
MH, OOM4/JAI0MUMU KPYITHBIMU A/PBIII-
KAMH; HHOITIA BCTPEYAIOTCS TUTAHTCKUE
MHOTOSIICPHBIE KJIETKU, B OOMIBHON
OKCHU(UIBHON IUTOIIA3ME KOTO-
PBIX UMCIOTCA OKPYIJIBIC THAJIMHOBBIC
WIN CTEKIIAHHBIC BKIIOYCHNWA, HHOI'Td
CMEMAIOMYE AAPO; YACTO NOMAAI0TCA
¢purypsl MuT03a2. CTpOMA THANTUHU3HU-
PpOBaHA U MOXCET UMCTb BU/IT XOHJAPOU-

56

2. UMMYHOTUCTOXUMUYECKH BBIAB/IAIOT
MApKEPHI K BUMEHTHHY, [IUTOKEPATHHY,
SNUTENNATPHOMY MEMOPAHHOMY AHTH-
reny (EMA) u CAM 5.2. Onyxonb gud-
(hEPEHIUPYIOT C SMUTETUOUHON CAPKO-
MO¥1, SMOPHOHATBHON U AJIbBEOJIAPHON
PabIOMUOCAPKOMAMU, MENTAHOMON, HU3-
KOIU(P(DEPEHIIUPOBAHHBIM [TOYEYHO-
KJIETOUHBIM PAKOM, 37TOKAYECTBEHHON
ME30TEIMOMOH, OIyXOJIbIO Buimca, npu-
MUTUBHOH HENPOIKTOEPMAIBHON OITy-
XO0mbIO [2, 3, 7).

OCHOBHBIE TYOIMKAIMH KOHIA 90-X —
Havana 2000-x 1T., mocedmenHbie ERRT,
KACAI0TCA OCOOEHHOCTEN BU3YAIN3AINH,
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TUCTONOTUYECKON U NUMMYHOTHCTOXH-
MUYECKOH BEPU(PUKAINN PA3HBIX JIOKA-
ausanuit onyxonu — IIHC, kuimevyHux,
TIEYEHD, OPOUTA, TPYAHAA KIETKA, MATKAC
TKaHy, mwed u ap. [4, 7, 9, 10]. B mocnen-
HEe JIECATUIETHE OONbIIE BHUMAHUA
VAENAETC KIMHUKO-TIATONOTNYECKUM
Y TEHETUYECKUM OCOOEHHOCTAM OIyXO-
1 [6, 8], a TAKKE BOIMOKHOCTH €€ JIede-
Hud [1, 5]: 10 JaHHBIM EBpoOIEncKo-
ro pabOUAHOTO PETUCTPA, HECMOTPA
Ha NIPUMEHEHNE KOMIUIEKCHO, B TOM
YHUCJIE TAPTETHON XUMHUOTEPAIIHH, JTyde-
BOH TEPATINK U XUPYPIUUECKOTO Jiede-
Hud, 34 nocneguue 10 ner cpepnas
001m1as BbIKUBaeMOCTb 60mbHBIX ERRT,
XOTA U YBENUYIIIACh TTOYTH BTPOE, O/1HA-
KO COCTABMJIA JIUIIb 33 MeC. [1].

KpaitHsas pefkocTh 3a001€BaHUA
TIO3BOJIACT TIPE/ICTABUTL HAM COOCTBEH-
HOE KIMHUYECKOE HabmogeHue. [1anu-
enr [LA., 12 sier, BOepBbIE IOCIUTAIN-
3UPOBAH B OJIHY U3 JIETCKUX OOJbHHII
Canxkr-TlerepOypra ¢ IMarHO30M «OCTpast
NPABOCTOPOHHAA THEBMOHUSA» YEPE3
2,5 HeJlenw OT Ha4ajaa 3260JEBAHMS,
COTIPOBOJABIIETOCH OBEMOM TEMIIE-
parypst 10 40 °C, 3aTPyAHEHHBIM /IbIXa-
HHEM, 60JIAMH 32 TPYAUHON IIPU HE3(-
(DEKTUBHOM KypCE aHTUOAKTEPUAIBHON
TEPANUHU (3UHHAT).

[Ipu peHTrenorpauu rpyaHON KIET-
ki (17.01.2012 1.) BBIABIEHO TOTANb-
HOE 34TEHEHUE €€ TIPABOY NOJOBUHBL

(puc. 1a). [Ipu 11€BPaIbHON MYHKLIIUY
nosydeHo 1400 M1 reMopparuyecko-
ro BunoTa. [Ipu KT rpyaHon kietku
(19.01.2012 r.) 06HAPYKEHO OOBEMHOE
00P430BaHME 3aJHETO CPEAOCTEHUA
C AECTPYKLUEN TeNT U JYI TI03BOHKOB
Thy—Th,, roI0BOK 1 MEEK MpHIEKA-
mux peéep (puc. 16-1).

[TaneHT roCUTAM3UPOBAH B OT/IE-
JIEHUE JIETCKO oHKoremartosoruu I'Kb
Ne 31 B KpaiHe TOXKEIOM COCTOAHUY,
0OYCJIOBIEHHOM, TIOMUMO HCXOJHO
UMEBIINXCA XKanob (601U 32 Ipyau-
HOI, 34TPY/JHECHUE JIIXAHNA, BEICOKAS
TEMIIEPATYPA), HATUYUEM CYyXOTO Kall-
JI, CYXOCTBIO U WIENYIIEHUEM KOXH,
CHIDKEHMEM Beca Tena novyty Ha 20 %
(Bec okono 30 kr). B npasoit napasep-
TeOpaIbHON 00MACTH HA 33aJHEN MO-
BEPXHOCTH TPY/JHON KJIETKH, HA YPOBHE
Thy-Th, TO3BOHKOB BBISIBIICHO MSATKOT-
KaHHOE OOPA30BAHUE PA3MEPOM OKOJIO
8 CM B ;MaMETpE, INIOTHOE, HETIO/IBYIXK-
HOE, 6€3 YETKUX KOHTYPOB, 60JIE€3HEH-
HOE NIPU NaIbIanuu. [Ipy ocTeocnns-
turpapun ¢ Tc? — ouarn ymepeHHoM
TUNEPPUKCAITMN PAAUO(APMIIPEnapa-
T4 CTpasa c3aau 10 xoxy IX, X pedep
u napasepTe6pansHO B obnactu VII,
VIII pebep (136-143 %); B 1€BOI TONO-
BiHe Thy—Th,, mo3BoHKOB (125 %).
B oCTanpHBIX OTAENAX CKENETa pacrpe-
JIeJIEHUE pafuoapMIIpenapaTa coot-

BETCTBYCT BO3PACTY.

25.01.2012 r. mpoU3BEAEHHI TOPAKO-
CKONHUA U OUOIICHA ONYXONHU 33/JHETO
CPEIOCTEHNA € UCCIEZIOBAHUEM MATEPH-
4714 B HAMOHABHOU pedhepeHc-n1abopa-
topun naromopgonornn PHKIL IIOU
uM. [I. Porauesa (MOcCkBa).

fucTonoruyeckoe 3aKJIYCHUE
(26.01.2012 r.) — aKCTpapEHATbHAS PA6-
JOUJHAA OIYXOJIb.

VMMyHOTUCTOXUMHUSA: OMYXOJIEBBIE
KIETKU TIO3UTHBHBI K aHTUTENMAM Vimen-
tin, CD99; oTpuiiaTepHas SaepHast peak-
uyd ¢ /1 INI-1 pu HanMMYuy MO3UTHUB-
HOT'O BHYTPEHHETO KOHTPOJIA, OTPHUIIA-
TeNbHAA peakuusd ¢ a/T Desmin, EMA
PCK AE1/AE3, CD30, ALK, CD20, CD3,
S100, PLAP, CD45, Fli-1.

L[UTOT€HETUYECKOE UCCIIEOBAHUE:
Py UCcnenoBanny MeTofoM FISH nepe-
crpoek reHa EWSR1 He 06HapyxeHO.

Onepanus (02.02.2012 r.): Topako-
TOMUS CIPABA, PEBU3US IJIEBPAIBHON
TIOJIOCTH, CYOTOTAIbHAS PE3EKIUA OIy-
XOJIH, CPEHSA TOO3KTOMUS, IPEHUPO-
BAHUE IUIEBPAIBHON NONOCTH. JaIbHEN-
II1€€ JIEYEHNE IPOBOJJIIN IO IPOTOKOIY
CWS-2008 mmst IV cragum 3200/1€BaHU,
3a nepuop ¢ 13.02. mo 11.06.2012 r.
MAIUEHT TIOY4YII MECTh KYPCOB MOJHU-
XUMHOTEPANNY € XOPOINM 3(P(HEKTOM
Y YACTUYHO! KIMHUYECKON PEMUCCHEN.

Opnako npu KT- u MPT-uccneno-
BAHUU B NO3BOHOYHO-PEOEPHOM
YIJIy CIIPaBa BU3YATU3UPYETCA OCTA-

Puc. 1

Penrrenorpamma u KT rpy/jHOM KNETKU IPY IEPBUYHOM BBIABICHUH OIYXO/U: TOTAIBHOE 3aTEHEHUE IIPABOY OJIOBUHEI IPYAHOM KIETKH
6e3 CMEmEeHus CPEeAOCTEHNS (@), MACCHUBHAS OIYXOJIb 33/IHETO cpefocTeHus (0, B), KpaeBas AeCTPYKIMs I03BOHKA (0, )
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TOYHOE 0OBEMHOE 00Opa30BAHUE
C PU3HAKAMU HEKPO3a B ieHTpe. MMe-
€TCs TOTATIBHOE paspymieHue Tema Thy
(puc. 2a, B) n ovarosoe — tena Thy,
IIO3BOHKOB (PUC. 20), 4 TAKKE IPUIEKa-
IIUX OT/IENOB COOTBETCTBYIOMUX pedep.
CoxpaHEHUE METAO0NMYECKOU AKTUB-
HOCTH 110 1aHHBIM [IDT-KT B 30HE 337-
HETO CPEAOCTEHUSA MAPABEPTEOPATIBHO.
[10 COrnmacoBAHMIO C OHKOJIOTAMH, CIIe-
[AAIACTAMH IO XUPYPIUX TTO3BOHOYHHU-
K4 ¥ TOPAKAIBHBIM XUPYPIOM TIPUHATO
peleHne O BO3MOKHOCTH BBITIOJTHEHUS

PAIUKATIBHOTO YAJIEHUS OIYXOJH C COOT-
BETCTBYIOLIEI PEKOHCTPYKLIUEN CKETIETA.
17.07.2012 r. B IETCKOM XUpypruye-
cxoM orgenennn CIIOHUN® mynbTu-
JUCIUIUIMHAPDHON GPHUTajiofl XUPYpPros
IPOBEZICHA ONEPANSA: U3 33/JHEN YACTH
T-06pa3HOro paspesa OCymeCTBIC-
HO YAAJIEHHE JIyT [IO3BOHKOB Th9, Thy,
€ OOHAKEHUEM NTO3BOHOYHOTO KAHAIA,
CUMMETPUYHOMN YCTAHOBKOY TPAHCIIEAH-
Ky/IIPHBIX BAHTOB B MO3BOHKAX Th-, Thy,
Th,, 1 Th,,, ¢ BDEMEHHO! CTAOWIN3ALIN-
€1 TO3BOHOYHKKA CTEPKHEM CJIEBA. Bio-

KOM PE3EHHUPOBAH U3MEHEHHBIN OT/EN
IPABOY JUIMHHOW MBIIIIbI CIIUHEI C TIPU-
JIEKAMKUMA NTO3BOHOYHBIMU KOHIJAMHU
IX u X pe6ep. [1pu BuIENECHUN ONYXOMH
U3 pe6EPHO-NIO3BOHOYHOTIO YI1d 0OHA-
PYXEH TKAHEBOU ICTPHUT, OIyXOJIb CTIasd-
HA C TKaHBIO JIETKOTO, B CBA3H C 4EM IIPO-
U3BEJICHA €TI0 KPAeBasd PE3EKINA B IIpe-
JE€NaX BU3YAIBHO N3MEHEHHON TKAHMU.
[Tposezena sxcrupranust e Thy—Th
TO3BOHKOB; iacta3 Thg—Th, | 3amonnen
TUTAHOBO! ONIOK-PEMETKON C UHTAKT-
HBIM 4yTOPEOPOM, TTOCTIE YETO YCTAHOB-

Puc. 2

KT u MPT rpyfHO¥ KIETKA 1 IO3BOHOYHUKA MPU MPUHATAY PEMEHNS O BBHIIONTHEHUH P/UKATIBHON ONEPALUN: CYOTOTATIBHOE Pa3py-
menpe Tena Thy O3BOHKA (@), OrpaHrdeHHas ACCTPYKIMA Teta 1 ayru Thy, (6), 06pasoaue N03BOHOYHO-PEOEPHOTO YIUIa, PACIPO-
CTPAHAIOMEECS CIIPABA HA MPOTKEHNH TPEX IIO3BOHKOB (B) ¥ CONPOBOX/AIOMEECT N3MEHEHUEM IIPUIEKAIEN IETOYHON TKAHH (B, I')

Puc. 3

AJIOTPAHCIVIAHTATAMA

HnTpaonepanioHHble (hOTOrpauy Ha 3TAAX BMEMATENCTBA: 4 — B YCIOBUAX BPEMEHHOH 33/{HEN MHCTPYMEHTANIBHON CTA0MIN3AIIIN
YAAJIEHbl PEOPA, OIyXOJb, II03BOHKH, PE3ELUPOBAHO JIETKOE; O — 3AKIOYUTENbHAT HHCTPYMEHTALMA O3BOHOYHYKA (TIEPEHSA CTA0U-
JIU3ALYA TUTAHOBBIM MEMIEM, 33IHAA — KOHCTPYKLMAMY TPAHCIIEAUKY/IAPHON (DUKCALUN); B — 33/JHUI CIIOHAWIOAE3 KOPTUKATIBHBIMU
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JIEH BTOPOM CTEPKEHb, U OCYIECTBIIC-
HA CUMMETPUYHAS KOMIIPECCHS! 34 THIX
METAJUIOKOHCTPYKIIUH 0 IJIOTHOTO
3aKIMHUBAHUSA Melna. Bpoab meranno-
KOHCTPYKImit Ha jiyru Tho—Th,, ynoxe-
HBI (PPATMEHTHI KOPTUKANTBHON AJIIOKO-
CTH C TIEPEKPBITUEM 30HBI TAMHHAKTO-
MHUH (3TAIBI ONIEPAIUN TPE/ICTABICHBI
Ha puc. 3).

[majixoe moCIeonepauoHHOE Teve-
HUE 6€3 KAKUX-TUO0 OCIOXKHEHHUI.
[Ipu TUCTONIOTHYECKOM HCCIEL0BA-
HUH BCETO ONEPAIIMOHHOTO MATEpUa-
712 (YYACTOK JUIMHHOW MBIIIIIBI CIIHHBI
JETPUT U3 NMOCIEONEPAMOHHON MONO-

CTH, TKaHb JIETKOTO, TKAHb JIETOYHON
BCHBI, PE3CIIUPOBAHHEIE pedpa, Tena
TI03BOHKOB, MATKUE TKAHU BJIONb II03BO-
HOYHHUKA U pebep) NPU3HAKU ONyXO-
JIEBOTO POCTA OOHAPYKEHBI B MATKUX
TK4HAX BOKPYT pebep. Bce Mapkupo-
BAHHBIE KPASl PE3ELUPOBAHHBIX TK4-
HEH MHTAKTHBI, 4TO MO3BOJACT CYM-
TaTb Y/JUICHAE ONYXOMU PafUKATbHBIM.
C aprycra 1o centa6psp 2012 r. manu-
€HT NONY4YMI TPU KypCd UHTEHCUBHON
XUMHOTEPAIHH, 34TEM C OKTAOpA 2012
1o mait 2013 1. - eme BoceMb KypCoB
HOJAEPAKUBAIOMEN TOMUXUMUAOTEPA-
nuu. JleuebHag NporpamMma 3aBepuieHa

Puc. 4

TIpsimast 1 GOKOBAS PEHTICHOTPAMMBI TIOCTIE OIEPAIIUY
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Hosocubupckuit HIH TpaBMaTOAOIUH U OPTONEANN
IIPOBOAUT HHAMBHUAYAABHOE TEMATHYECKOE 00ydyeHne Ha paboyeM mMecre
B BUAE KPATKOCPOYHBIX KyPCOB ITOBBIIIICHUA KBAAN(PHUKAIIIN
II0 CAEAYFOIITUM ITKAAM:

1. DaAOIpPOTE3NpPOBAHIE U SGHAOCKOIIMYECKAsA XUPYPIHUs CyCTaBoB kKoHeuHocreit (80 ).

2. CoBpemeHHasA AMATHOCTHKA, KOHCEPBATUBHOE M XUPYPIrHIECKOE ACYCHHE
AedopMarnii IT03BOHOYHMKA ACTCKOTO Bodpacra (144 ).

3. Xupyprus 3a00ACBaHUH U IIOBPEKACHNN 1T03BOHOYHNKA (144 ).

4. AereneparuBasie 3a00AeBaHuA 1103BOHOYHHKA (80 ).

5. Aprpockomnus raegesoro cycrasa (80 4).

3aHATHA IPOBOAATCA II0 MEPE MOCTYIIA€HHA 3aABOK.
ITocae mpox0’KAEHUA KypPCOB BBIAAE€TCA CBUAETEABCTBO O IIOBBIIIEHHN KBAANDUKAIIUH.
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