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KAVHWUYECKUIA CNYYAN ATUMTNYHOW TEPATOUAHO-PABAONAHON
OMYXOJ11 Y PEBEHKA B BO3PACTE 9 MECAILIEB
C NNTEPATYPHbIM OB30POM

Amunuy4Hasa mepamoudHo-pabdoudHas onyxose UaU 3/10kadecmeeHHas pabooudHas onyxose 20/108HO20
M032a — 3mo pedko ecmpeuyarowyascs, 8 gospacme 0o 3 jem, 3/10Ka4ecmeeHHas 3MOPUOHA/IbHAA ONyXoJb.
JAuppeperyuancHas duazHocmuka nposooumcs ¢ 3SneHOUMOMAMU, 2/1UAIbHBIMU ONYXOAAMU, NPUMUMUBHbLIMU
Helipo3KmoOepMaabHbIMU ONYXOIAMU, MepamomMamu, NanuaIoMamu cocyoucmozo cniemeHus. B cmamee mel
npedcmassiseM KauHUYeckul cay4al amunuyHol mepamoudHo-pabdoudHol onyxoau y pebeHka 8 so3pacme
9 mecayes ¢ aumepamypHeim 0630poMm.

Knroueesnie cnoea:

amunuyHasa mepamoudHo-pabdoudHas onyxose, 3/0KkadecmeeHHosle HogsoobpazosaHus y demed, Helipoxu-
pypauyeckoe yoaseHue onyxou.

BBepeHne

ATVNMYHas TepaTonaHO-pabaonsHas onyxonb (ganee — ATPO) nam 3nokayecTBeHHas pabgonsHas onyxosb
FOJIOBHOTO MO3ra — PeAKO BCTpevaroLlascs, 3/10KavyecTBeHHas 3MOpUOHasbHas OMnyxoJb AETCKOro BO3pacTa
[1]. ATPO cocraBasitoT 1-2% cnydyaeB OT BCex onyxohen getckoro Bo3pacta [2]. Mo gaHHbiM Ginn and Gajjar,
2012 npubanzuntensHo 90% cnyuaes oT Bcex cyyaeB ATPO npuxoanTcs Ha Bo3pacT A0 3 neT, n3 kotopbix 70%
BO3HWKaeT y AeTei B Bo3pacTe A0 roga [3]. JaHHbIx no 3aboneBaeMoCcTv B MUPOBOW NTepaType Ha CEroa-
HALHWA AeHb HEMHOTO. BeposTHO, 3TO CBf3aHO C HeZaBHUM NpusHaHvem ATPO Kak OTAeNbHON HO30J0rUK U
OTCYTCTBMEM MPOCMNEKTMBHbIX UCCNEA0BAHMIA. BONBLINMHCTBO ANTEpPaTYPHbIX UCTOUHMKOB MPeACTaBASOT COH60M
peTpoCneKTMBHbIE 0630PbI CyYaeB U3 NPaKTUKW UK AUTepaTypHble NaTorncTonornyeckme 063opsi.

JNutepatypHblii 0630p

BriepBbie ATPO 6bi1 onucaH Lefkowitz L. et al. B 1987 rogy kak otaensHbI TMN pabgovgHori onyxoamn LHC,
a 3ateM Rorke L. et al. B 1996 rogy [4, 5]. B 2000 roay BcemupHas opraHunsauma 3apaBooxpaHeHms (ganee BO3)
n3gaet obHoBAeHHYO knaccubukaumio onyxoner LUHC, rae B nepBsbii pa3 6bina BkatoueHa ATPO [6]. B knaccum-
odukaumm BO3 onybankosaHHon B 2016 rogy ATPO onucaHa nog kogom 9508/3 kak aMOproHanbHas onyxosb,
IV ctreneHun 3nokauectseHHoctn (WHO, Grade 1V). B cootBeTcTtBMM € HOBbIMM NonpaBkamu BO3 anarHos ATPO
NOATBEPXKAAETCA UMMYHOTMCTOXMMMNYECKUMU n3meHenmnamm INI1 nam, oveHb pegko, BRG1 [6].

CornacHo saHHbIM ABCTPUIACKOTO PErMCTpa Onyxoaein Mo3ra, CTaHAapTM30BaHHas Mo BO3pacTy, YacToTa 3a-
6oneBaemocTn coctabnset 1,38 Ha 100 Tbicau cyyaeB y geTei, a 1K 3a601eBaeMOCTM NPUXOANTCA Ha NepBble
2 roga xu3Hn. CpegHuii Bo3pacT BapbupyeTcs oT 1,2 roga o 2,3 net ¢ HebonblumMM npeobiasaHnemM My>CKOro
nona [7, 8].

CornacHo gaHHbIM LieHTpanbHoro pernctpa onyxoner ronosHoro mosra CLUA, ATPO coctaBnset 1,6% cpe-
an Bcex neamatpuyeckmx onyxonent LIHC n 4,4% ot Bcex onyxonei LUHC y peteit o 5-neTHet Bo3pacTHOM
rpynnbl, co cpeaHerofoBow 3aboneBaemoctbto 0,07 Ha 100 Tbicay caydyaes [9]. CornacHo NocaeAHUM JaHHbIM
Lafay-Cousin L, et al. n3 Kanagckoro koHcopuuyma onyxoner ronosHoro mosra ATPO sBnsetcs Havbonee
pacnpocTpaHeHHOM 310KkadecTBeHHOW onyxonbto LIHC y aeTeit B Bo3pacte o 6 mecaues [10]. ATPO Bctpe-
YaroTCA NPaKTMYeCckn BO BCcex 0H6aacTax roNOBHOrO MO3ra, BKAKOYasA Takme aTUnuMYHble JoKaansaumm, Kak Mo-
CTO-MO3XEYKOBBIW Yro, MO3roBble 06010UKHM, YepenHble HePBbI, CTMHHOMO3TOBOW KaHa 1 3KCTpaaypasbHoe
nonoxeHue [11]. CyuiecTByeT pacxoxzeHne B OTHOLLEHMN Hanbonee pacnpocTpaHeHHON nokanm3saumm ATPO,
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HeKoTopble aBTOPbI OMWCbIBAKOT CyrnpaTeHTOpuanbHyto obnacts [12,13], apyrve cybTteHTOpUuanbHyto [8, 14],
TOrAa Kak TPeTbM Mokasanan paBHoe nx yyactune [15,16]. 9To pacxoxaeHune CBA3aHO C HeHONbLLONM BbIGOPKOWM
nauneHTOB B COOBLLLaeMbIX CTaTbAX. VICTOpUYECKM CNOXMNOCH Tak, YTO BbIXKMBAEMOCTb Y naumeHTos ¢ ATPO
6bla1a HU3KOW, MPW 3TOM CPeAHsAsA BbIXXMBAEMOCTb cOCTaBAseT okoao 1 roga [15, 17, 18], npeankropamm xe
ABNAKOTCA BO3PACT <2 JIET, HA/IMUMe METacTa3oB W OTCPOYEHHas MHULMALIMS lyYeBON Tepanmu. MNaLmenTs

C cynpaTeHTOpuMaNbHbIM PACNONOXEHNEM OMYyX0el MMET OTHOCUTENbHO BaronpusaTHbIA ncxog, [15, 17,
19]. Mo paHHbIM Poccniickx KoANer NPoOBOANAOCH NeveHre U HabaroaeHve y 43 naumeHToB Ao 18 neT ¢ au-
arHo3oM ATPO, cpesHas BbIXXMBAEMOCTb Y HUX cocTaBaseT 18 mecaues. [prnyem Hanaydllas BbIXXMBAaEMOCTb
nokasana MynbTMmMoZzanbHas Tepanusa no npotokoay ATPO-2006 (43%), koTopas BkatoYana B cebs xmpypru-
yeckoe yAaneHue, XMM1o-, nydesyto Tepanuio [18].

CornacHo gaHHbiM Benjamin W. et al. nsyums 361 nauuneHTtoB go 18 net ¢ ATPO B nepmog c 2004 no 2012
rogbl, 6blaM NoAyUeHbl CneaytolimMe AaHHbIe: MPU NPOBEAEHUN TpexaTarnHOoW Tepanuu (a MMEeHHO ToTanbHoe
XUpypruyeckoe yaaneHve, XMmMuoTepanus, aydesas Tepanus) NpoAoKUTENbHOCTb XU3HU 60/bHbIX ¢ ATPO
coctaBuna go 5 net 8 49,6% [1].

Mo paHHbIM Shitara S., et al, a Takxe Park H.G., et al. ATPO y B3pocabix BCTpeyaeTcs KpariHe pesko, no
Nokanusauumu npeBanvpyeT cyrpateHTopuasbHas obaacTb, yallle B CENNAPHbIX U CynpacennspHbIx 0baacTsx
[20, 21]. B otanume oOT AeTel y B3POC/bIX HabtogaeTcs 61aronpusaTHbIA CXOA, T.K. MHOTUE OMMUCaHHbIe CyYau
nokasanam JONroBpPeMeHHYH BbKMBaeMocTb [1, 22].

CeroaHs OZHWM 13 rNaBHbIX HarnpaBJeHUA ABASETCS U3ydeHune sTnonaTtoreHeTnkn ATPO, Tak Kak UX OTAUYM-
TesbHas 0COHeHHOCTb - 3TO AByaToMHas notepsa reHa SMARCB1. SMARCB1 reH koaunpyet 6enok SNF5, koTo-
pbli1 ABASETC OCHOBHOW CybbeAnHMLIEN KOMMIeKca XpoMaTuH-peMogenvpoBaHus SWI/SNF; Takum obpazowm,
3NUreHeTMKa MOXeT ObITb MEXaHW3MOM MnaToreHesa 6ose3Hu [2]. TeHeTuuecknin npusHak ATPO npeacTtaBaser
coboi B nogaBastoLleM BOMbLWIMHCTBE ciydaeB MyTaumm B SMARCBL [23, 24] 1 yacTo y>e NpucyTCTBYHOT B
3apOAbILLEBOM NMHUM KaK YacTb CMHAPOMA MpespacnosoxeHHocTn [25]. buannenbHble mytaumn SMARCB1
reHa B OMNyXosX NMPUBOAAT K NMOAHOMY aHHYAMPOBaHWIO 6eska, KOTOPbI OLEHWMBAETC MMMYHOTMCTOXUMUEN
B OObIYHOW KJIMHUYECKOWN NpaKTUKe W CAYXWUT B KauyecTBe Ccneumdmnyeckoro gmarHoctmyeckoro mapkepa. o
HabntopgeHmam Hasselblatt et al., 2014 B peakunx ciyyasx y onyxonm oTcyTcTByeT myTaums reHa SMARCBI, B
TO BpeMs kak, MyTupyeT reH SMARCA4 [26]. O6a SMARCB1 n SMARCA4 #BASItOTCS BaXKHbIMW KOMMOHEHTaMM
komnaekca AT®-3aBMCMMOro xpomaTuH-pemogenvpoBaHma SWI/SNF. B HekoToOpbIX MccaesoBaHUAX OTHOCK-
TeNIbHO HebobLWKX rpynn 60/bHbIX ¢ ATPO 6bIN10 BbiCKa3aHO MPesnosoXeHNe, UTO MOJEKYNSPHAsA reTeporeH-
HOCTb MOXeT B/IMATb Ha BaaronpuaTHble NCXOAbl neveHue [27, 28]. B gononHeHme k aTomy Pascal D. Johann, et
al. 2016 npoBenn KOropTHOEe MccnefoBaHue, rae Bblbopka coctaBuaa 192 naumenta ¢ ATPO, B KOTOPOM OHU
onucann GyHAaMeHTalbHYHO MHGOPMALMIO O TPAHCKPUMLMOHHOM W 3NMreHHOM npouncxoxaenum ATPO [29].
Bce 3K faHHble OTKPOIOT NYTb AN AaNbHENLIMX UCCAELOBAHWUIA OMYyXOAW in vitro 1 in vivo, KOTopas MOMOXET B
NleYeHUn 1 JanbHENLLIEM NPOrHo3e.

KnnHnuecky, poautenn naumeHTOB, yalle NpeabaBAAstOT Xanobbl Ha rosoBHYrO 60/1b, PBOTY, NeTapruto,
oTCTaBaHve B PU3NYECKOM Pas3BUTUW, pPasgpaXKUTeNbHOCTb, Makpouedanmo namn yBeamyeHmne okKpy>KHOCTU ro-
NoBbl. B cnyyae BoBAeUYEHNSA MO3XXEUKOBOrO MOAyLLIapusa NOABAAIOTCA CUMMATOMbI aTakCUKM, MOPOYHOrO Moso-
>KEHWS FON0BbI, HACTArMa, a Tak>ke Mpu3Haku BTOPUYHON ruapouedanvm. Takxke MOryT npucyTCTBOBaTb CUM-
MTOMbI MOPaXXeHWsA YepenHO-MO3roBbIX HEPBOB B 3aBMCMMOCTU OT fiokaau3auuu [30-32].

Hanbonee nHdopmMaTMBHO, Ha Hall B3rnd4, HEMPOBM3yasM3aLMOHHbIE AMArHOCTUYECKME OCOBEHHOCTU
onucaHsbl B kHUre Anne G. Osborn Diagnostic imaging Brain [33]:

- 3TO YMEPEHHO KpyrHas, rpoMo3Kas Onyxo/b CO CMELUaHHbIMWN TBEPALIMU KUCTO3HLIMW KOMMOHEHTaMu;

- Mo nokanmsauunn: nidpateHTopmanbHas -47%, cynpateHTopuansHas - 41%, nHbpa- n cynpateHTOopmab-
Hble (CMeLWaHHble) -12%;

- no pa3smepy 6onbwmnHcTeo ATPO 1-3 cm;

- no Mmopdonoruu: rpybo chepryeckne, HeogHopoaHas / AonbyaTas;

- Ha cHuMKax KT valye runepateHTUOUKALMOHHAs Macca, O6bIYHO COAEPXKUT KUCTbI 1 / AW KPOBOU3AUSA-
HMe, MOXET coZepyKaTb Ka/bLiMHaTbI, @ Tak)Ke MMETb MPU3HaKN OKKAHO3MOHHOW rugpouedanmn,

- Ha cHMMKax MPT: T1 — HeogHOpPOZAHA, N3OMHTEHCMBHA K TOJIOBHOMY MO3rY, MOTYT 6biTb rMNEePUHTEHCHB-
Hble remopparmyeckme BKAKOYEHWS, KUCTbl CIerka rMnepuHTEHCUBHbI MO CPaBHEHMIO C IMKBOPOM; Ha CHUMKax
T2WI - reTeporeHHbl, TMMNOVHTEHCUBHbIE BKAKOYEHNA (KPOBOU3AMAHME, KUCTbI); Ha FLAIR — coangHasa onyxonb
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OT N3OMHTEHCMBHOM K TMNEPUHTEHCUBHOW; KNCTbI TMMEPUHTEHCUBHBI MO OTHOLLEHWIO K IMKBOPY; MPU3HaKM UH-
TePCTULMANBLHOIO OTeka 3a cYeT rugpoLledannn; HesHauMTeNbHbIV NeprudOKanbHbIA OTeK; Ha CHUMKax T2 GRE
— TMNOWHTEHCUBHbIE reMopparnyeckne ovary; Ha cHumkax DWI — MoryT 6biTb OrpaHUYeHHbIMU 13-3a KNETOK,
YMEHbLUEHHbIN KO3PPuLUmMeHT anddy3nn (ADC); Ha cHumkax TIWI C+ - HeogHOpogHOe ycuneHve, anddysHoe
nentoMeHuHrasbHoe pacnpoctpaHeHme (15-20%), napeHxnmManbHble MeTacTasbl.

- Ha cHMMKax MRA - MoXeT BbITb Cy>XeHWe COCYAOB A0 WX NMOJHOIO 3aKpbIThs; Ha MRS - arpeccnBHble Me-
TaboAWTbI: MOBBIWEHHbIA XOAWNH, HU3KWIA uan otcyTcTBue N-auetunacnaptata (NAA), kpeaTvHa, 06LWmMin NmK
amnuaa / naktaTta.

OcHoBHoW anddepeHLmanbHbli gnarHoz ATPO HeobxoaMo NpoBoanTb € Meaynnobnactomon (MB), a Tak-
e C cynpaTeHTopuasbHON NPUMWUTUBHOM Hepo3akTogepManbHoi onyxonbto (SPNET), aneHaMMoMOR, TepaTo-
MOW, OMyXONSMU XOPUOWAHOTO CIETEHMS, MUIOLUTAPHOW acTPOLMTOMOM U AeCMOMNAACTUUYECKON MHPAHTNIb-
HOW raHravoravomon [33]. CywecTByroT onpefeneHHble paguonorndeckme ocobeHHoctn no MPT kapTuHe,
KOTOpble MOTyT MoMoub B auddeperumamm ATPO ot apyrux onyxonei (taba. 1).

Tabanua 1
ANODEPEHLMANIBHAA ANATHOCTUKA OMYXOJIEN
MpuMnTMBHAA
N Mannanoma
HEenpo3KTO- Fnmnobnactoma/
Tvn onyxoan JneHaMMomMa COCYAUCTOro Tepatoma
AepmanbHas capkoma
cnaeTeHus
onyxonb
*Inwko-
3apHsan . BHyTpuxxeny- BUAHasA UK
A YeTBepTbiN yTp y A
Jlokanuzauyus yepenHas KevAGUEK [OYKoBOE Crsos Mo3ra napacen-
AMKa YA pacnosioxeHne nApHasn
obnactb
Hebonbluoe,
OpHopogHoe
WHTeHcmBHOCTL | HeopHOopoaHasa | reteporeHHoe CUNeHe - leTeporeHHasn
ycuaeHve y
KanbumHaThl,
Hebonbloe H KanbumHathl,
CrpykTypa KUCTbI,
KOMYECTBO - - KpOBOW3-
onyxonwu KpOBOW3-
KnCT NNaHUSA
NINSHUS

Takxe BCeM naumeHTaM HeobXOAMMO MPOBOAWUTb UCCAEAOBaHME Ha Hannume BO3MOXXHBIX MePBUYHbIX
ou4aroB B ApYyrux cuctemax u opraHax [25, 31].

KnuHuueckuin cnyuair: B asrycte 2017 roga B otgeneHve getckon Hempoxmpyprium AO «HaumoHanbHbI
LEeHTp Helpoxmpyprum» (aanee — HLIH) noctynun pebeHok B Bo3pacTte 9 MecsLeB ¢ >kanobamm co c10B MaTepu
Ha MHOTOKpPaTHYH PBOTY MO yTPaM, He CBA3aHHYH C MPMEMOM ML B TedeHne nociegHnx 10 AHeN, orpaHnyeHne
ABVIXKEHWI B NPaBblX KOHEYHOCTAX, 6eCNOKOMCTBO, 06LLyH C1aboCTb, CHUXKEHME MAcChl Te1a3a NoCAeAHUA MecaL,

V3 aHamHe3a: pebeHok H6oneH B TeueHne nocnegHnx 10 gHen ¢ NOSBAEHMS BbILLEONMMCAHHbIX CUMATOMOB.
Poantenn pebeHka camocTosTeslbHO 06paTUAMCL K HeBposory B [uarHOCTUYECKUM LEeHTP, OTKyaa Oblau
nepeHanpassieHbl B ObnacTHyro AeTckyto 6osbHULY, rae Obl1 NpoBeseH OCMOTP pebeHKa AeXypHbIM
HeBpoaoroM v BbinoaHeHo KT 1 MPT ronosHoro mosra. B 3akitoueHnn 6bian onmncaHbl Npu3Hakyu o6bemMHOro
obpa3soBaHus ieBON TeMeHHOU goan (puc. 1). MNocne npoBefeHHOV KOHCY/NbTaLuMK MO TefeMeAuLnHe
Henpoxmpypramu getckoro otaeneHns HLIH 6b110 pekomeHZ0BaHO onepaTMBHOE IeUeHMe B M1aHOBOM MOpPsKE.

M3 aHamHe3a >XM3HW MaumMeHTa W3BECTHO, UTO pebeHok oT 1-oi HepeMeHHOCTW, 1-biX POAOB, POAbI
camocToaTenbHble B cpoke 39-40 Hegenb, Bec npu poxaeHun — 2700 rp, pocT - 51 cm., no wkane Anrap 6-7
6annoB, NPMBMBKM MOJyYan COOTBETCTBEHHO BO3PacTy M A0 3TOr0 BPeMEHU HUYeM OCOBeHHbIM He bonen.
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Mpwn NOCTynieHM B CTaLMOHAp COCTOsSIHME pebeHKa TAXENON CTeneHn TAXEeCTU 3a CYeT OCHOBHOrO 3a-
60neBaHNs, pebeHOK B CO3HAHWKN, BECMOKOMHBIN, Naakcnebln. OKPYXXHOCTb ronosbl 44,8 cM. bosbwon poga-
HMUYOK He 3apauieH, 1,3x1,0cm, HanpsxeH, nepegaet cnabyro NynbCcauuio rosoBHOrO Mosra. Habstoganach
oyYaroBas HeBpPOJiOTMYecKas CMMMTOMaTuKa B BMAE LEHTPajJbHOro napesa JvLEeBOro HepBa Crnpasa, Aaro-
¢Tanbm cnpaBa. MpaBOCTOPOHHUI remunapes. MbileyHbIA TOHYC MOBbILLEH B MPaBON HUXXHEN KOHEUHO-
ctn. Cna MbIWL, B NpaBbiX KOHEYHOCTAX CHUMXKeHa Ao 2 6annoB. CyxoxuabHble pedaekcbl D>S. MNaTtonoru-
Yecknii cMMnTOM BbabUHCKOrO MONOXWUTENbHBIA C ABYX CTOPOH. PYHKLUMW Ta30BbIX OPraHOB COXPaHEHbI.

MposegeHo KT 1 MPT ronoBHOro Mo3ra, B 3aKJHOUEHWUN KOTOPbIX OblAW OMnMcaHbl NpU3Hakn 06beMHOro
0bpazoBaHuWs IeBOV TEMEHHOM AOAM C NpopacTaHneM B 061acTb NEBOrO Tajamyca, HeENPaBUIbHO-0BabHOM
bOpMbl, HEOAHOPOAHON CTPYKTYPbl 3@ CYET OYaroB MOBbILIEHHON MAOTHOCTW, C OTHOCUTE/IBHO YETKUMU He-
POBHbIM KOHTYPOM, C nepudoKanbHbIM 0TEKOM pa3MepoM 60,4x46,2x53,5 MM, acCMMMETPUUYHON BHYTPEHHEN
rmapouedanum (puc. 1, puc. 2).

PucyHok 2 — MPT go onepaumu. A- T2 pexum, carmtanbHbli cpes. B- T1 pexXkum ¢ KOHTpacTpoBaHueM, GPOHTaNbHBbIV
cpe3s. C - T1 pexXxum ¢ KOHTPaCTUPOBAHMEM, aKCMasbHbI cpe3

MaumeHTy 6blna nNpoBejeHa onepauums: KOCTHO-MAacTMyeckas TpenaHauus 4deperna B JIeBOW /NOGHO-
TEMEHHO-BUCOYHON 0bnacty, MUKpOXMpypruyeckoe cybToTanbHOE YyaaneHWe OnyxoaW, YCTaHOBKa
BEHTPUKYISPHOrO ApeHaxa depe3 Touky Koxepa cnpaBa. B xoze onepauuu 6bina obHapyeHa onyxosb
pa3Mepamm 5,0x4,0x6,0cM, TEeMHO-KpacHOro, Mectamu 61eiHO-CepOro LiBEeTa, XOPOLLO BacKyNfpuU3nNpoBaHHas,
pa3HOObpa3Has Mo KOHCUCTEHUUWU (y4acTKM MSAFKOM W TBEPAON), NIerko OTIMYMMasi OT MO3rOBOW TKaHW. B
CTPOME OMyXO/N CTYCTKM KPOBW 1 MaTONOrMyeckne TpOMOMpPOBaHHbIe COCYAbI. YaaneHa A0 340POBbIX TKaHEW,
B 06/1aCTV NEBOrO Tanamyca oTMeyaeTcs AnddY3HbIA POCT ONYXO/M B CBA3M C YEM OCTaBAEHA HE3HaUWUTeIbHas
yacTtb pazmepamu 0,5x0,5 cm.
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KoHTponbHoe nocneonepaumoHHoe MPT ronoBHOro Mo3ra nokasano B JIEBOV TEMEHHO-BUCOYHON fone
Noxe ypaneHus, oBasbHOM GoOpMbl, B 0b6nacTW NEBOro Tanamyca HesHauuTesNbHas pesudyanbHas 4vacTb,
HakanauBatoLLas KOHTPaCT, BEHTPUKYIOCTOMUA cnpasa (puc. 3).

PrcyHok 3 — MPT KOHTpOAb C KOHTPacTHbIM BelecTBOM «OMHMckaH» 1,5 T Ha 1 cyTku nocne onepauumn. A - T1
PEXUM C KOHTPACTOM, carutanbHbili cpes; B - T1 pexum ¢ KOHTpacToM, GpoHTanbHbIN cpe3; C — T1 pexum ¢ KOHTPacToM,
aKCManbHbIA cpes

PrcyHok 4 — KT KoHTponb Uepes 28 AHeli nocae onepaumu. A - carvesbHblin cpes,
B - ¢poHTanbHbIN cpes, C - akcmabHbI cpe3

Ha KT koHTpone oTMeuaeTcs NPOAO/IKEHHBIN POCT OMyxoau, pa3mepbl 53x47,8x42,2 MM, B natepasibHbIx
OTZenax sioxa onpezensercs nepudoKanbHbIli OTEK, BHYTPEHHAS ruapoLedanus.

Mo AaHHbBIM TMCTONOrMYECKOTrO 3aKNHOUYEHUSA NCCaeyeMble npenapatbl 6blan okpalleHbl FeMaTOKCUANHOM
1 303MHOM W BbIAABUN:

- dparMeHTbl OMyx0aeBOW TKaHW, MpPeACTaB/leHHble CKOMJIEHMEM OMyXO/EeBbIX KIETOK, COCToAliMe W3
3NUTENNANbHOTO KOMMOHEHTA, MPEeACTaBJAeHHOro MOASAMU U TAXAMU MOJMMOPPHbLIX KJAETOK CO CBET/IbIMU
aapamu;

- B A4pax BUAHbI MHOTOUYNC/IEHHblE MaTONI0rMYecKme MUTO3bI;

- B CTPOMe BbIpaXeHHble Yy3/bl MWKCOMATO3a W aHrMomaTo3a, CKOMJEeHWs KAeToK Tuna MuobnactoB
pa3NyHbIX pa3MepoB 1 GOpMbl;

- CKOMJIEHNA KNEeTOK, KOTopble GOPMMPYIOT 30HbI BOKPYr COCYAOB, Tak Ha3blBaeMble MepuBacKynsapHble
nceBAOPO3ETKY;

- OBLIMpPHbIE CTYCTKM KOArynsiLlMOHHOTO U KONIMKBALIMOHHOTO HEKpO3a € NCeBAonomcasamu, OTa0XKeHNe
KasbLNPUKaTOB.

Takum 06pa3oM MNaTOrMCTONOTMYECKOe WCCIefOBaHNe BbIABUAO ATUMWYHYHO TepaTouaHO-pabiovaHyHo
onyxonb, (WHO, Grade = 1V).
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Mocne nonydeHuns pesynbTatoB, PeOEHOK OblN AONOXEH Ha MYyAbTUAUCLMUMANHAPHOM KOHCUAWYME ANS
onpeaeneHns AanbHemnlwen TakTUKN IeYeHNs, B UCXOAEe KOTOPOro OH Obli HampasieH Ha XMMUOTepanuio.
CornacHo ctatbm N293 kogekca «O 340poBbe Hapofa M cucteMe 3apaBooxpaHeHus PK» [34] pogutenu
pebeHka A0OPOBO/ILHO OTKa3aANCh OT MONYYEHWs XMMUOTEpanuMu n yepes 2 Mecsua pebeHOK CKOHYasCs.

3akaoueHue

Ba>kHbIMW MporHocTnyeckmm akTopamm BbKMBaeMoCTu nauneHTos ¢ ATPO ABAArOTCA: BO3pacT NaLmeHTa,
NoKanuzaumsa 1 pacnpocTpaHeHne OMyxou, a Takxke NMpPoBOAMMOE MOC/eonepaLMoHHOe AedeHne (XMMno-,
NyyeBas Tepanwvs). B peTpocnekTBHbBIX 1N 3MUAEMUONOTMYECKMX ANTepaTypPHbIX 0630pax cpesHUin Bo3pacTt
BbIXKMBAEMOCTM TakWX MaLMeHTOB cocTaBiseT oT 6 Ao 18 mecsaues [1, 2, 8, 15]. Kak 6bl10 onuncaHo paHee
NPOAOMKNTENBHOCTb XM3HU 60/1bHBIX ¢ ATPO, NONYyUMBLLMX TPEXITAMHYO Tepanuio (ToTasbHOE X1PYpruyeckoe
yAaneHne, XxmmmoTepanus, nyyeBasa Tepanua) coctasaseT fo 5 net B 49,6% [1], 4To pe3ko KOHTpacTUpyeT C
06LLENPUHATEIM MHEHNEM O KOPOTKOW NMPOAOIKUTENBHOCTU XN3HM TakMX NauneHToB. I3BeCTHO, UTO BO BCEM
MUpe MpUMEHeHWe ly4eBOn Tepanumn AeTaM 40 TPex NeT He UCMOAb3YeTCs B CBA3WN C BbICOKON TOKCUYHOCTbHO
1 HeXenaTesbHbIM BO3EMNCTBMEM Ha pa3BUBatoLLMIACA MO3T. OgHaKo, MO AaHHbIM UCCef0BaHNA 3apyHedkHbIX
aBToOpoB 40,3% seten f0 2-X NeT NPUHUMANN TpexaTanHyro Tepanuto [1].

MopgpiToxxmBas BbiweckasaHHoe, ATPO - peakas M arpeccmBHas OMyxOJib FONOBHOIO MO3ra, OAHako
CBOEBPEMEHHas AMarHoCTMKa W COBPEMEHHblE MEeTOAbl JleYeHWss CMOCOOCTBYIOT MONYUYEHUIO HEMAOXMX
pe3ynbTatoB. [py 3TOM, COrMacHO COBPEMEHHOW NuTepaType, MPOLOMKUTENBHOCTb XMU3HU 3HAYNTENbHOTO
yncna naumeHToB yBennumBaetca. Onupascb Ha ONbIT 3apybexxHbIX Koaner, HeobxoaMMO WUCMOAb30BaTb
BO3MOXHOCTb B ByayLLemM NpUMeEHEHNSA KOMMIEKCHOTO TPexXaTarnHoro seyeHns. BHeapeHue nyyeBow Tepanuy,
NPOTOHHOW paAnoTepannn AeTAM A0 TPEX NeT YBENNUMBAET CPEAHION NPOAOIKNTENBHOCTD XXMU3HW, B CBA3N C
YeM TOYHbIN M BbICTPbIA AMArHO3 B COYETAHUM C KOMMIEKCHOM TPexaTanHou Tepanven 4OXKHbI CTaTb LeNbto
ByayLLMX OTeUYeCTBEHHbIX KAMHUYECKMX MPOTOKO/IOB NIeYEHMS.
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TOFbI3 AUNbIK, BANAAAFblI ATUNTI TEPATOUATbI-PABAONATDI ICIK
TYPANbI KIMHUKANBIK XXAFAAN. 9 AEBNETKE LUOY

ATUNTI TepaToUATbI-PabAoMATLI iCik HeMece Hac MUbIHbIH, KaTepai pabAouaTbl iciri — yw >acka AeuiHri
CUpeK Ke3zeceTiH KaTepi aMbpuoHanabl icik. AnddepeHumansbl AMarHOCTUKaHbl dNeHAMMOMAaMEH, TManbli
iCIKTePMEH, HEMPO3KTOAEPMaibAbl iCIKTEPMEH, TepaTOMasiapMeH, TaMblp epiMi ManuaIoOMacbIMeH XYprisineai.
Byn makanaga 6i3 aTunTi TepaToMATbI-PabAoNATHI iciri 6ap TOFbI3 aiak GanaHblH KIMHUKAIbIK XaFA4anblH XoHe
KaTepJi icik Typasbl 94e6u LWonyabl YCbIHAMbI3.

Herisri ce3gep:

aTVUNTi TepaTonATbI-pabaonAThI icik, 6ananapgarbl Katepai XaHaTy3ifiM, iCIKTi HEMPOXMPIPTUANbIK XKOJMEH
anbin Tacray.

SUMMARY

A.A. Zhailganov, G.I. Olenbay, D. Nurtugan, G.N. Kassenova, Z.B. Akhmetzhanova
JSC “National Centre for Neurosurgery”, Astana, Republic of Kazakhstan

ATYPICAL TERATOID RHABDOID TUMOR IN 9 MONTHS
OLD CHILDREN: CASE REPORT WITH LITERATURE REVIEW

Atypical teratoid rhabdoid tumor or malignant rhabdoid tumor of brain —rarely, found in child younger than
three years old malignant embryonal tumor. Differential diagnoses include ependymoma, glioblastoma, PNET,
teratoma, choroid plexus papilloma. The work presents a case study of atypical teratoid rhabdoid tumor in 9
months old children with literature review.

Keywords: atypical teratoid rhabdoid tumor, malignant tumor of brain in child, Kazakhstan.





