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PEAKAA DMBPUOHAJIbHAA OMYXOJ1b
FONOBHOIO MO3TrAY BOJIbHOM 27 NET

DOMOpHOHAIBHBIE HOBOOOpA30BaHUS IICHTPAIBLHON HEPBHOH CHCTEMBI
BKITIOUAIOT TPYIITY MEIYI00NacTOM ¢ HECKOJbKUMH THUCTOJIOTHYECKUMHU
NoATHNIAMHU (JIECMOTUIACTHYECKAst, C BBIPAXXEHHOW HOMYISPHOCTHIO, aHa-
TTACTUYECKAsl, KPYITHOKJICTOYHAS ), IPUMHTUBHBIC HEHPOIKTOIEPMAaIbHbIC
OITYXOJTH Pa3IUYHON TP PEPEeHITUPOBKY (HEUPOOIACTOMBI, TAHTIIMOHEWPO-
0J1aCTOMBI, MEAYILTOHTEIINOMBI, STICHINMOOIACTOMBI) M TaK Ha3bIBAEMYIO
ATUTTUIECKYIO TEPAaTOUTHO-PAOIOUIHYIO OITyX0ih [2].

OCHOBHBIMH OTMOPHBIMH ITyHKTaMH JWATHOCTUKU ITHX OJacTOM SIBIISI-
I0TCsI, IPEX/E BCEro, MOJIOJOH BO3pACT OOJBHBIX, YACTBIH MEIKO-KPYIJIO-
roJryOOKJIETOYHBIN KOMITOHEHT MPU WX MHUKPOCKOITMYECKOM HCCIICIOBAHUT
M TIPOTPAJMEHTHOE TE€YEHHE C OBICTPO HAPACTAIONIEH HEBPOIOTHYECKOI
CHMITTOMATUKOW W HEOIAroMpUsITHBIM IIPOTHO30M [6].

Bonpocel rHcTorenesa 3TUX HOBOOOPa30BaHWU [aleKH OT OKOHYA-
TEJIBHOTO PEIICHHS, PABHO KaK CIIOPHO U UX 00bEANHEHHUE B OAHY TPYIIILY.
[IpoGnema ycyryOmnsieTcss B cimydasx HEOOBIYHOW KieTouHOU nuddepen-
IMUPOBKH B 3TUX OMYXOJISAX, YTO PE3KO 3aTPYIHSIET MX MOP(HOIOTHIECKYIO
IrarHocTuky [1].

[MpuBoauM coOcTBeHHOE HaOMOnEHHE HSMOPHOHAIBHOW — OMYXOJH
Y B3pOCIIOi OONBHOM.

Boxpnas H., 27 net 3a6onena B anpene 2012 1. 3aboneBanne MaHude-
CTHPOBAJIO 3MU30/]aMU CHIILHBIX TOJIOBHBIX OOJIeii B HOUHBIE Yachl, KOTO-
pble B TEUEHUE Mecsla CTAHOBUJIMCH BCE Yallle U MHTEHCUBHEE M K Haualy
WIOHS TIPUHSUTH IOCTOSIHHBIHN XapakTep, MPUCOSAMHUIACH TolTHOTA. Ha BbI-
nonHeHHONH MPT oOHapykeHa KHCTO3HO-CONH[HAS OITyXOJlb pa3Mepa-
Mu 35x30%33 MM B KOHBEKCUTAJIBHBIX OT/ENaX MPaBOW TEMEHHOHN IOTH
C YETKMMH POBHBIMH KOHTYPaMH, KarCyJloOd M COJHIHBIM KOMIIOHCHTOM,
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Puc. 1. dm6puoHanbHasg onyxonb. MPT (a — ropu3oHTanbHbIi cpes; 6 — ppoHTanb-
HblV cpes)
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lMcTonoruyeckoe CTpoeHue 3M6pMOHaﬂbHOﬁ onyxonu: a — OTHOCUTE/IbHO MOHOMOpq)HOE KneTo4yHoe CTpoeHue onyxo-

lféﬁ': s et :??‘?4

JI1 C OTAENbHbIMU KPYNHbLIMU KNETKaMU, YMEPEHHO Bblpa)X€HHbIM NOAMMOPGU3MOM f4ep U 06MIMEM NAaTONOrMYECKUX
MUTO30B, x400; 6 — xapaKkTepHble NnepuBaCKyNsipHble NCEeBAO0PO3eTKU, eAUMHUYHbIE KpyNnHble aapa, x400; B — Bbipa-
YKEHHBI KNeTOUHbIA U SAepHbIi nonuMopdu3M, o4aroBbie CKOMJIEHUS XUPOBbIX KNeTOK TMNa auno6nacros, x 400

[Ipu mocTymieHuH B CTallMOHAp COCTOSHHUE pac-
LEHEHO KaK YIOBJIECTBOPHUTEJIBHOE, CO3HAHUE SICHOE,
KpUTHYHA, OPUECHTHUPOBAHA. JleTalbHbII HEBpOJIOTHYE-
CKMI OCMOTp O4YaroBOW HEBPOJIOTMYECKOM CUMIITOMa-
TUKU HE BBISIBUJI, TUArHOCTHPOBAaH THIIEPTEH3MOHHO-
JUCIIOKAIIOHHBIN CHHIPOM.

BonbHON BBINONHEHA KOCTHO-IUIACTHYECKAs Tpema-
HaIsl Yeperna B MpaBoil TEMEHHOW 001acTH, ymajeHue
OITyXOJH. [ MCTONOTMYECKUil TMarHo3 1Mo MEeCTy orepa-
MM — aTUMHYECcKast TePaTOMTHO-PA0JOUIHAS OITYXOJb.

Jn1st TOTONTHUTEIIBHOTO MCCIIEI0BaHUsI MIPEICTAaBICHO
5 mapa(huHOBBIX OJIOKOB, N3 KOTOPBIX ITPUTOTOBIICHBI Cpe-
3bl, OKPAILICHHbIE [€MAaTOKCUINHOM U 303UHOM, Iperapa-
ThI I UMMYHOT'MCTOXUMHWYCCKOTO aHajln3a U 3a6paH Ma-
TepHall Ha MOJIEKYJISIPHO-TEHETHIECKOE HCCIICI0BaHHE.

MUKpPOCKOIIMYECKH OIyXOJIb Oblia TpeICTaBlIeHA
HPEUMYIIECTBEHHO MEJIKO-KPYIVIO-TOJIyOOKIETOUHBIM
KOMIIOHEHTOM, CpeId KOTOPOIo pPacrHojarajuch eau-
HUYHBIC KPYMHBIC ¥ THTAHTCKUE MHOTOSICPHBIC KJIET-
KM C OOJBLIMM KOJIMYECTBOM MATOJIOTHYECKUX MUTO30B
(puc. 2 a). B pucyHke onmyxoju OTYETJIMBO [IPOCMATpPU-
BaJINICh TIEPUBACKYJISIPHBIE TICEBIOPO3ETKH (puc. 2 0).
B OTACIBbHBIX IMOJAX 3PpCHHA BCTPCUATIUCHh CAMHUYHBIC
U JIeKaIIKe TPyNamMu Mo 3—5 KIETKU C ONTHYECKH Iy-
CTOH LMTOIIa3MON M CMELLICHHBIM K IepU(eprH yIII0-
LICHHBIM SIAPOM, HE BBI3BIBAIOLINE COMHEHMS B CBOEH
JKUpoBOH mipupone (puc. 3 B).

[Ipy UMMYHOTUCTOXMMHYECKOM HCCIICIOBAHUH ObLIN
BBISIBIICHBI 4 TPYMIIBI KJIETOK: HEHPOHAIBEHOTO ITPOUCXOXK-
JeHus (O3UTHBHAS SKCIIPECCHs HeHPOH-CIICHU(UIECKON
9HONa3bl, OeiKa K HeWpoQuiIaMeHTaM, CHHANTO(PH3U-
Ha — pHC. 3 a—B), NHAIHLHOTO TeHe3a (TIOJIOKUTEITEHOE

'.'-4?.'-‘--";“:’:.‘3' ¥ i l “\( N Puc. 3. MMMyHOrMcToXumm
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x‘s 1% HelipodunamMeHToB

Knetkax, x 400

OKpalliBaHUE NIHATBHO-(QUOPUIUIAPHBIM KHCIBIM Oet-
KOM M SNUTEIUAIbHBIM MEMOpaHHBIM AHTUTEHOM —
puc. 3 1, 1), ¢ MBIIIedHOH AU PEPEHITMPOBKOM (IKCTIpec-
CHsI MBIILICYHOTO CHEIM(PUIECKOr0 akTHHA — PHUC. 3 €)
1 OBUIO MOATBEPKICHO KUPOBOE MPOUCXOKICHHUE KIIETOK
C ONTUYECKH ITyCTOH ITUTOILIA3MOM (MMMYHOIIEPOKCH 1a3-
Hoe okpatmBanue ¢ oenkom S-100 — puc. 3 x). [Ipomu-
(eparmBHas akTuBHOCTH (Ki67) 6omee 40 %.
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yecKkas XapaKTepucTMKa 3MGPUOHANBLHOM OMYXOAM: a — 3KC-

npeccus HeipoH-cneuuduveckor s3Honasel (NSE), x 200; 6 — skcnpeccus 6enka

(NF), x400; B — 3kcnpeccus cuHantodusmnHa (Syn). Mpocma-

TPUBAETCS TMraHTCKOE AP0 U OYepTAHUS XKUPOBbIX KNEeToK, x 400; r — akcnpeccus
rnuanbHoro ¢pubpunnspHoro kucnoro 6enka (GFAP), x 400; o — 3kcnpeccusa 3nu-
TenuManbHOro MemMb6paHHoro aHtureHa (EMA), x400; e — 3Kcnpeccus MbllEYHO-
cneuuduueckoro aktuHa (MSA), x 400; x — akcnpeccusa 6enka S-100 B XMPOBbIX
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Ha ocHoBaHMM 3THX JaHHBIX ObLIa JUATHOCTHUPO-
BaHA TPUMUTHUBHAS HEHUPOIKTOIEpPMasbHAsl OITyXOJb
C IuBepreHTHOH muddepeHITMpoBKOi (HEeHpPOHATLHO-
TTHATHHON U MBIIIICYHON ).

[Ipn MoneKkyaspHO-TEeHETUYECKOM HCCIIe0BaHUU
OBUTH BBISBIICHBI CJICTYFOIINE ITOKA3aTeId — BBICOKHIMA
ypoBeHb dKkcnpeccuu reHoB TP, beta-tubulinlll, Mgmt,
VEGF, TOP2A, PDGFRA u HU3KHl ypOBEHB dKCIIPEC-
cuu reroB Erccl u c-kit.

C yd4eTtoM MOJEKYJISIPHOTO «IIOPTPETa» OIMyXOJH
MAIMeHTKe ObLI0 HA3HAYCHO CIICAYIOIIEe JICYCHUE: 1U-
crutatud 40 mr/m? + stono3un 100 mr/M? B/B Kameib-
HO /I 1-5 ¢ mpoMOMmKUTEIBPHOCTRIO TTUKIIa 28 qHEH pH
MPT-koHTpOsIE KaX/Ibl€ IBa LIUKJIA TEPAIUU.

Ha MoMmeHT HamucaHusl CTaTbu COCTOSTHUE OOJIbHOM
yaosneTBoputenbHoe. [Ipomomkaercss AMHaAMHUYECcKoe
HaOIIO/IeHNE.

Omyxonmu LEeHTPAIBbHOW HEPBHOW CHUCTEMBl HEH-
POIKTOAEPMATIBLHOIO TMPOUCXOKACHHUSI BEChbMa PEAKO
MPOSIBIISIIOT MUOTeHHYI0 nuddepentmposky. Heoxu-
naHHas (HeoKujaemasi) SKCIPECCUsT MBIIIEYHBIX Map-
KepoB (MBIIIIEUHO-cIiennpuuecknii anturen (MSA),
MyoD1, rraaxkomsbimieunbiii anturen (SMA) B 3Tux
HOBOOOPa30BaHUSAX CIOCOOHBI  JI€30pPUEHTHPOBATH
HEONBITHOTO HWCCIIENIOBATENsi W NMPHUBECTH K JHATHO-
CTHYECKOM ommoOKe. JIMarHOCTUYCCKU 3HAUMMOM IO-
NoOHasT PKCIPECCUs SBISICTCS JIMIIb B aTHUITHYCCKUX
TeparougHo-padbaouubix onyxomsx (ATPO), rue nHa-
JINYME KICTOK ¢ MHOTCHHOW AU((hEpeHIIUPOBKO SB-
JIIeTCA HEOTHhEeMIIEMOH CYThIO, THCTOTCHETHUYECKUM
CoJiep’)KaHWEeM JTHUX OJIaCTOM; B JPYTHX K€ HEOIuIa3-
Max (MemyminoOnacTomMax, MPUMHUTHUBHBIX HEHPOIK-
tonepMasbHbIX omyxonsax ([THDO), rmobmactomax
W [pod.) IposiBIeHUE MoA0OHOro (heHOMEeHa HeE SiB-
JIeTCA OOJIMTATHBIM, CBUJICTEILCTBYS JIUIIb O MYJIb-
THBapUAHTHOCTH AUGDEPEHITUPOBKA HEUPOITTUTEITH-
aJbHON omyxoJieBOM TKaHH. UTO Kacaercst KUPOBOU
TG PepeHIUPOBKH B OIYXOJISAX TOJOBHOTO MO3Ta,
TO OHa KpaliHe pelKa (32 HCKIIFOYEHUEM MO3KEUKOBOMH
JTUTIOHEHUPOITUTOMBI M PA3HOH 3PEIIOCTH TEPATOM).

[IpoBenenunrit  nuddepeHTUANTBHEIN  IHATHO3
mexay [THDO u ATPO okasancst 6e3pe3ynbraTuB-
HBIM: omnucaHHas MuddepeHIrpoBKa MOXKET BCTpe-
4aThCs B 00OMX BHJIaX dMOPHOHAIBHBIX HOBOOOpa-
30BaHUN TOJIOBHOIO Mo3ra. Bo3pacTHoil mapameTp
TaKkKe HE SBISUICS ompeaesnstomumM: xoTs [THOO
y Ooiyiee B3pOCHBIX OONBHBIX BCTPEYAIOTCS MHOTO
yame, Hexxenmn ATPO, k 2011 1. onucaHo He McHee
30 cayuaeB ATPO y B3pocnbix caMoi pa3HOM Jo-
kamusanuu [5, 7]. OTBeT Ha ATOT BOMPOC MOTJIIO OBI
JIaTh BBISABJIICHUE JEJCIIUHU B XpoMocoMme 22q C MHaK-
tuBainued reHa INI1/hSNFS5, cBuaerenbcTBytomiee
B moib3y ATPO [3, 4], onHaKo MblI OBUTH JIUIIIEHKI Ta-
KO BO3MOXXHOCTH.

Benuka nu B TakoM ciydae «ueHa ommOKu»? Mbl
rojiaraeM, 4YTo OHa CBEJCHAa K MUHUMYMY AByMs 00CTO-
SATEITLCTBAMU: BO-TIEPBEIX, OIyX0Jyb, Oyas oHa I[THDO
wm ATPO, 6e3 comMHEeHHs, OTHOCUTCS K OAHOM TpyI-
e HOBOOOpa3oBaHUK — SMOPHOHAILHBIM ONacTOMaM
CO CXOXMMHU KIMHMUYECKUMH TNPOSBICHUSIMA MU Tede-
HUEM. A, BO-BTODPBIX, IPOBEICHHBIH MOJEKYJISPHO-
TEHeTUYECKUM aHaIU3 Ul Ha3HAuUeHWs MHIUBHyasIu-
3Hp0BaHHOI71 TEparunu CBEJI 10 MUHUMYMa IOrpeuIHOCTH
JUarHOCTHKH, ONPEAeTNB Hanbosee aJeKBaTHBIM MOA-
00p XMMHOIIPENnaparoB.
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RARE EMBRYONIC BRAIN TUMOR IN A PATIENT
27 YEARS

Matsko D.E., Zhelbunova E.A., Matsko M.V, Ulitin A.Yu.,
Paltsev A.A., lyevleva A.G., Imyanitov E.N.

¢ Resume. Are clinical, morphological, immunohistochemical
and molecular genetic data on a patient 27 years old with rare
Koi in this age of embryonic tumor pour brain with myogenic
differentiation. The difficulties marine fologicheskoy nozo indi-
vidual diagnosis and logical units within this group (primitive
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neuroectodermal tumor vs atypical rhabdoid tumor-teratoidno-
Chol). Given the molecular “portrait” of the tumor, optimum che-
motherapy-s for that particular tumor.

¢ Key words: Embryonal tumors, primitive, it roektodermalnaya

tumor, atypical ones-ratoidno-rhabdoid tumor personifi-induced
treatment.
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