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AunarHocTnka u neyeHne cy6TeHTOopuanbHbIX ONyxoJeil roI0BHOro
mo3ra y Aeten B Hayane XXI Beka
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Onyxonv ronoBHOro MO3ra ABMATCA OAHOW U3 CaMbiX FPO3HbIX MATONOMWA, BCTPEYAIOLWMXCA Y AiETel, U3 HYX Hanbonee pacnpocTpaHeHbl ony-
XOnu 3aAHen yepenHom amkn (345). B 063ope nutepaTypbl NoApPO6HO onncaHa KIMHUYecKas KapTuHa onyxonei 34f, oTmeyeHo 6onee paHHee
nossieHve o6LEMO3rOBOI CUMMTOMATUKI (BANIOCTY, TOLLHOTbI, PBOTbI, FONIOBHOM 6011), @ He 04aroBoii. ABTOpbl MOAPOOHO ONMUCcany CUMNTO-
Mbl MOPAXXeHUA MO3XeuKa npu onyxonu 341, pasgennnm cMMNTOMbl NOPa)KeHWA NOJYLIAPUIA 1 YepBA: aTaKCKA, XapakTepHasa MO3XKeuKoBas
noxofKa CBONCTBEHHbI ANA JIOKanM3aLym NaTonormyeckoro npoLecca B YepBe, a aCMHEPTMN U MOHMKEHNE MbiLLEYHOTO TOHyCa BCTpevaloTcaA
npu nopaxeHuu nonywapuin. ObcyxaeHa KNMHMYecKas KapTuHa rugpouedanuv npu onyxonu 345: 6bICTPO yBeNMUMBaOLWAACA OKPYKHOCTb
rofoBbl peb6EHKa, pacxoxjeHune YeperHbix WBOB, BblbyxaHne POAHUYKOB, 6ecriokoiiHoe noBeAeHve 1 Apyrue npusHaku. O6ocHoBaHa Heob-
XOAMMOCTb NPOBEAEHNA KOMMbIOTEPHO TOMOrpadun 1 MarHUTHO-pe3oHaHcHoN Tomorpadum (MPT) Kak Hanbonee 3HaYMMbIX METOAOB Avar-
HOCTUKMW, MPenMyLLecTBa KaxXaoro us Hux. OtgenbHoOe MecTo aBTOpbl yAeNWIN BaXKHOCTU NpefonepaLroHHON KoppeKuun rugpouedaniu,
MCMOsIb30BaHMNIO CUCTEMbI HeipOHaBMraLMm BO BPeMA OnepaTMBHOrO BMeLLaTebCTBa, OXapaKTepr30Ban OCHOBHbIe AOCTYMbI (fOCTyN yepes
CPeAVHHYIo anepTypy, TPaHCBEPMUATbHbIN, TETIOBENAPHbIN JOCTYMbI) 1 CMOCO6bI TPenaHaLun yepena, NoKasaHuA K pe3eKLMOHHOW 1 KOCT-
Ho-NnacTuyeckomn TpenaHauum. O6CyXaeHbl OCHOBHbIE MPVHLUMbI lyYEBOW U XMMMOTEPANUI, KOTOPble MPOBOAATCA C LieNbio AOCTVKEHUA
CTOMKON PEMUCCUU, OMNMCaHbI MPUMEPHbIE CXEMbI JIEYUEHNA PasfnyHbiX BUAOB onyxonen 34A. [lononHnTeNnbHO aBTopamm bGbiia ynoMaHyTa
HeobxoammocTb NpoBeAeHns MPT ¢ KOHTpacTMPOBaHVEM KaXAble 3 Mec 1 NocnefyoLWwmx NoceLleHnii OHKoOora.
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Diagnosis and treatment of subtentorial brain tumors in children
at the beginning of the XXI century

'"Tver State Medical University of the Ministry of Healthcare of the Russian Federation, Tver, 734003, Russian Federation;
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Cerebral tumors are among the most menacing pathologies occurring in children. Of all the cerebral tumors, posterior cranial fossa tumors have
been most widespread in children. The review of literature provides a detailed description of clinical pattern. The sources related about earlier
occurrence of non-focal symptoms, rather than focal signs: lack of energy, nausea, vomiting and headache. The authors provided detailed description
of cerebellum damage in case of tumors, and split the symptoms of the hemisphere and vermis injuries as ataxy and typical cerebellar gait are
common to spot the malignant process in the vermis, whereas dyssynergia and hypomyotonia occur in case of hemisphere damage. The clinical
picture of hydrocephalus in tumor pathology of posterior cranial fossa is discussed: rapidly growing child head circumference, separation of cranial
sutures, bulging of fontanelle, child restless behavior, and other signs. The need for CT and MRI was substantiated as the most important diagnostic
techniques; the benefits of each were also stated. Discussion was given to the clinical pattern of hydrocephalus in tumor pathology of the posterior
cranial fossa, and the authors put special emphasis on the significance of presurgical correction of hydrocephalus. The authors mentioned the use of
a neuronavigation system during surgical intervention and characterized the major accesses (access via the median aperture, transvermial, telovelar
access) and methods of craniotomy, indications for resection and osteoplastic trepanation. This article discussed the basic principles of radio and
chemotherapy used to achieve a sustained remission, approximate treatment patterns for various posterior cranial fossa tumors are described. In
addition, the authors mentioned the need for MRI with contrast agent each 3 months, and subsequent visits to the specialist in oncology.
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OrmyxoJiv TOJIOBHOTO MO3Ta SIBJISIIOTCS] OMTHOM U3 CaMbIX
TPO3HBIX TATOJIOTUIA, BCTPEYAIOIIMXCS y AETeil, U3 HUX
HauOoJiee pacIpOCTPaHEHBI OIyXOJW 3adHEN YepernHoun
samku (3YA). B HacTosiiee BpeMst CyIeCTBYeT HECKOJIBKO
BapUaHTOB KOMOMHMPOBAHHOTO, KOMIUIEKCHOTO JIEYEHUS
onyxoJieir 344, B momasstonieM OONBIIMHCTBE CIy4YaeB
HeoOXOAMMO ONIEpaTUBHOE BMEIIATEIBCTBO.

OmnacHBbI KakK OIyXOJIY C HU3KOU CTeNEeHbIO aHaIlIa3uu,
TaK U C BbICOKOM. [TocnencTBusiMu MOryT ObITh HEOOPATU-
MbIe HapyllleHUsT paboThl HEPBHOM CUCTEMBI, TUCTOKALIUS
TOJJOBHOTO MO3ra yepe3 00JIbIIOe 3aThUIOYHOE OTBEPCTHE.

Hnsa kivHu4Yeckor KapTuHbl omyxoieir 3UA xapak-
TepHO OoJjiee paHHEe IMOSBIEHUE OOIIEMO3TOBON CHUM-
MTOMAaTUKU, a He oyaroBoil. boyiee yeM y MOJOBUHBI Ma-
LIMEHTOB OTMEYAIOTCSI TaKXKe MO3XEUKOBBIE HapYIICHMUSI.
Y GobIIMHCTBA MALMEHTOB MPU IJIUTEILHOM OTCYTCTBUU
JIEUEHUSI BCTPEYAIOTCs MCUXUYECKNEe U KOTHUTHUBHbBIE Ha-
pylieHus: (MeHsIeTCd JIMYHOCTh, IOBENEHMWE TMallMeHTa,
OH MOXET CTaTh BSIJIbIM, pa3apaXkUTeJIbHbIM, MEITUTETb-
HbIM). [To TaHHBIM HEKOTOPBIX aBTOPOB, Y TPETHU MAIlMEH-
TOB HAOJI0JAI0TCS CYTOPOXKHBIE MPUTTATKU.

Y TmanMeHTOB MOXET BBISIBISAITBCS CUMIITOM BpyH-
ca: MpU Pe3KOM ITOBOPOTE TOJIOBBI WU Tela BO3HUKAET
CWJIbHAs TOJ0BHAS 00JIb, COMTPOBOXIAIOIIASICS TOUTHOTOMN
U pBoToii [1]. Takke BcieacTBue o0Typaluu noaoctu IV
XeJyouKa HapyllaeTcsl JUKBOPOAMHAMUKA, Y TAallUEHTa
MOTYT BO3HUKHYTh BET€TATUBHBIE CUMIITOMBI: OLIYIIIEHUE
cTpaxa, cepaledueHue, Tunepruapos [2]. CumnroM aelie-
peOpalliOHHONW PUTUAHOCTU SIBJISIETCS BaXXHBIM JUIST BbI-
sBeHUs omyxoselt IV xkenymouyka: y malMeHTa BHE3aHO
BO3HUKAET TOHUYECKOE HATIPSIKEHUE MBIIIII] IIeU, TYJIOBU -
11a, BEpXHUX W HMKHUX KOHEYHOcTel. ['ojioBa 3ampoku-
HyTa Ha3aj, CIIHa BOTHYTa, KUCTU CXXaThl B KyJIaK, Mpe-
TUTeYbs CJIeTKa COTHYTHI. [1poaoKUTEIbHOCTh MPUCTYIIa
COCTaBJISIET 2—3 MUH.

OrnyxosieBoe TMOpaXeHUe MO3XeYKa XapaKTepU3yeTcs
pa3BUTHEM aTaKCHUM, aTOHMM, Meraiorpaduu. Ilpu yxyn-
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IIEHUY COCTOSTHMS IETH HE MOTYT JaXe CUNIETh, Y HUX OTMe-
yaeTcst HUCTarM. st MitafieH11eB TAITMYHBIMY MPU3HAKaMK
SIBJISIIOTCSI PBOTA, Pa3IpaXkUTEIbHOCTh, PETPECC Pa3BUTHSI,
HauboJiee 4acTo CTPAJAIOT ABUTATEIbHbIE HABBIKMY [1].

Ornyxou 4epBsI MO3XeuKa XapaKTepU3YIOTCs TTOBbI-
IIEHWeM BHYTPUUYEPEITHOTO AaBJIeHUsI, HApyIIEHUEeM CTa-
TUKW ¥ KOOPIUHAIIMY IBVDKEHUN — Pa3BUBAIOTCST aTaKCHsI
U XapaKTepHasi «<MO3Xe4KoBasi» roxonka. Yacto cHauana
BO3HUKaeT UMEeHHO atakcus. [lonoxkeHue TOJOBHI y Tia-
LIMeHTa MOXET OBITh BBHIHYXIEHHBIM: TOJIOBa HaKJIOHEHA
krnepen. CUMIITOMaMU OITyXOJIEBOTO TTOPAKEHMS TIOJTY-
mapuil MO3Xedyka SIBJISTIOTCS HapyllleHWe KOOpAWHAIIUU
IBIDKEHWI (HUCTarM, aaualoXOKWHe3), TTOHVXKEeHHBIN
MBIIIEYHBI TOHYC, acuHepruu. [Ipu3HaKu OOBIYHO Of-
HOCTOPOHHUE, BBISBJISIIOTCSI Ha CTOPOHE oyara [2].

Haubonee yacto M3 BceX 3/710KAYECTBEHHBIX OMYXO-
JIeld TOJOBHOTO MO3ra BCTpedyaeTcsl MeayJiiobiacTomMa
(puc. 1, 2). MenymiobaacTtoMa — HEMPOIKTOAEpPMaTbHAS
OITYXOJIb M3 9MOPUOHAILHBIX KJIETOK, 00J1a/1a0111ast BBICO-
KO CTeTeHbIO 37TI0KauecTBeHHOCTH. [ MeaymnobiacTo-
MBI XapaKTepeH KOpOTKMil aHaMHe3 3a00jieBaHUsI, KOTO-
phIii cocTaBisAeT OT 3 10 6 Mec. KimuHuyeckast KapTuHa 06-
yCJIOBJIEHA TTOpPaKEHUEM MO3XeUKa, CTBOJIOBBIX CTPYKTYD,
a TakKe pa3BUTUEM ruapouedanuu [3].

st Menyuto0JacTOM XapakKTepHO OCTPOE TeueHMUeE,
BBICOKAsl TeMreparypa, W3MEHEHWs KPOBU U JIMKBOpPA
BOCITAJIUTEJIBHOTO XapakTepa, HapacTaloT MO3XEeUKOBbBIE,
CTBOJIOBBIE U OynbOapHbie cuMnToMbl [3]. Tuaponedanus
TIOSIBJISIETCS] BCJIEACTBUE HAPYIIEHUsI CBOOOIHOTO JIUKBO-
pootToka uyepe3 IV xenaygouek Mpu cAaBJI€HUU €ro OIly-
X0J1b10. YacTo omyxojib 0OHAPYKMBAETCSI MUMEHHO C TIOMO-
IIBI0 CUMIITOMOB TUApOIedaTun, T.K. OHU TIPOSIBIISIIOTCS
B Hayaje 3abojieBaHUsI. PeOGEHOK OecroKOoeH, IJIaKCUB,
y HEro OBICTPO YBEIMYMBAETCS OKPYKHOCTH TOJIOBHI, OHA
CTAHOBUTCS HEMPOIOpPUMOHAIbHO Oojbinoii. Habntoma-
€TCSI pacXOXIAeHWE YEPEITHBIX IIIBOB, BEIOYXaHWE POTHUY -
KOB, HalpsiKeHVe MOBEPXHOCTHBIX BeH Ha rojioBe. Pomau-
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TeJIM OTMEUaloT y peOEHKA TOILIHOTY, PBOTY, MBILLIEUYHYIO
CJ1a00CTh, BHICOKYIO YTOMIISIEMOCTh, OTCTaBaHUE B POCTE,
COHJIMBOCTb, MEIUTUTEIBHOCTD. Y AeTeit M0 2 JIeT BO3MOX-
HBI YacThle CphIrMBaHus [1].

BOrneHnuMomMa (puc. 3) — OIyXoJb U3 HEUPOITUTEIM -
aJIbHOM BBICTUJIKU KETYIOYKOB MO3Ta WIN LIEHTPAIIBHOTO
KaHaJla CIIMHHOTO MO3ra, 00jiamgaioiasi BHICOKOM CTerne-
HBIO 3JI0KaYeCTBeHHOCTU. KitmHnYecKast KapTUHA TUTTY-
Ha U1 WHPPaTeHTOPUATLHBIX OITyXOJIel: cCHaJyaia TOsIB-
JISIFOTCST OOLLIEMO3roBble CUMOTOMBI. PEOEHOK BSIIBIN, ero
TOLLIHUT, OOJIUT ToJioBa [4].

MenuHrnoma (puc. 4) — TIPEUMYIIIECTBEHHO T00pO-
KayeCTBEHHAs] OIYyXOJb, IPOMCXONSIIAs M3 000J0YeK
TOJIOBHOTO U CITMHHOTO MO3ra. MEeHWHTUOMBI SIBJISIIOTCS
MEUICHHO PACTYIIMMH OMYyXOJSIMU. BHYTpIKeaymodko-
Bble MEHUHTUOMBI penku, cocTaBistioT 0,5—3,0% Bcex Me-
HUHTUOM [5].

ACTPOIIUTOMEI (PHC. 5) — OITyXOJIU 13 aCTPOLIUTAPHOM
YacTU IJINM (BCIIOMOTATEIbHBIX KJIETOK HEPBHON TKAHM).
HawuboJsiee yacto acTOLMTOMBI BCTPEUYAIOTCSI B MO3XKEUKE.
Jns KITMHUYeCKOM KapTUHBI XapaKTePHBI TUIIEPTEH3NOH-

Puc. 1. Mepgynno6nactoma nonoctu IV xenyaouka (ropnsoH-
TaJIbHaA MNIOCKOCTDb).

Fig. 1. Medulloblastoma of the of the IV ventricle (horizontal
plane)

Puc. 3. SnupeHgnmoma IV xenygouka (carmtranbHas nno-
CKOCTb).

Fig. 3. Ependymoma of the IV ventricle (sagittal plane).
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HbIA CUHIPOM, 3aCTOMHBIE AVMCKMU 3PUTEJIBHBIX HEPBOB,
CHMIITOMBI TTOPaXXEeHUS MO3kedKa [6].

I'emanrmo6mactoma (pue. 6) — OIMyxoiIb HU3KOM CTe-
TIeHM 3JI0KAYeCTBEHHOCTH, BOSHUKAIOIIIAS B TIPEIeiax IeH-
TpanbHOli HepBHOI cucteMbl (LTHC) u3 mMe3eHXMMaIbHBIX
cocynoB. Hawubosnee yacto noxkaiusyercsl B IIOJIYLIAPUSIX
Mo3xkeuka. JI71s1 KMMHIIeCcKoi KapTHHBI TeMaHTH00IaCTOMBI
XapaKTepHBI CUMIITOMBI HAPYIIIEHUST OTTOKA JIMKBOPA M MO3-
JKEUKOBBIC — aTaKcus, Meranorpadus, aucmerpus [7].

[Isaroe m3manme Krnaccmbukanmm omyxoneir ITHC
BcemupHoii opranmsamuu 3apaBooxpaHeHus (2021 r1.)
BHECJIO CephE¢3HBIC M3MEHEHHUS B TAKCOHOMUIO OITyXOJeit
TOJJOBHOTO MO3Ta C YIOPOM Ha MOJEKYISIPHBIC TUATHO-
cTUYecKue Mpu3Haku [8]. DTh n3MeHeHUs B Kiaaccudu-
kanuu onyxoieir [THC oTrpakaoT TeHIEHILIMIO TTPUCBOE-
HUSI TUaTHOCTUYECKMX KaTeropuii Ha 0a3e TeHeTUIECKUX
0COOEHHOCTEH, KOTOPBIE BO MHOTHUX CIYYasiX ONPEACIISIIOT
IMPOTHO3 ITOCTOBEPHEE CTAaHAAPTHBIX T'HMCTOJOTUIECKUX
1 UMMYHOXMMHMYECKNX METOIOB M IIpeIIaraloT IMOTeHIIM-
ajJIbHBIC LIeau 11 JedeHus. HoBast cucrema BBena 22 yHU-
KaJIbHBIX THIIA OITyXOJIei, MHOTHE M3 KOTOPBIX BKITIOYAIOT

Puc. 2. Mepynno6nactoma Mo3>»KeuKa (carutrasbHas nio-
CKOCTb).

Fig. 2. Medulloblastoma of the cerebellum (sagittal plane).

Puc. 4. MeHnHrnoma 344 (caruttanbHas NaoCKoOCTb).

Fig. 4. Meningioma of the posterior cranial fossa (sagittal plane)
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Puc. 5. AcTpoyntoma Mo3>KeuKa (ropusoHTasibHasA MNOCKOCTb).

Fig. 5. Astrocytoma of the cerebellum (horizontal plane)

Puc. 6. TemaHrno6nacroma Mmo3»keuka (carmtrasnbHas NaoCKOCTb).

Fig. 6. Hemangioblastoma of the cerebellum (sagittal plane).

crnennuIecKre MOJICKYJISIpHbIe U3MEHEHMSI, HaIIpuMep,
«mddy3Has rIMoMa BEICOKOM CTeTICHM 3JI0KaueCTBEHHO-
ctu getckoro tiita, H3 nukoro tuna n IDH nukoro tuma»
W «IeCMOTUTACTMUKCOUIHAS OITyXOJIb MMHEATBbHOU 00JI1a-
ctu, MyTaHTHBIN THIT SMARCB1» [9].

IIpoBomst nydeBOoe McCClIieOBAaHWE, Bpad BHITIOTHSI-
eT P 3amad: OIpeAesieT HAIMIKME OIyXOJdr, e€ MaKpo-
CTPYKTYpPY ¥ ToItorpacuio, B3aNMOOTHOIIICHHS C OKpY>Ka-
FOIITMMM TKaHSIMMU.

Haubonee 4yacrto miss IMAarHOCTMKHU OITYXOJEH WC-
MMOJIB3YIOTCSI METOIBI KOoMIbloTepHO# ToMorpacduu (KT)
W MarHUTHO-pe3oHaHcHO# Tomorpaduu (MPT). KT BbI-
COKO MH(OPMATHUBHA B OIIEHKE KOCTHBIX CTpYyKTyp. MPT
MMO3BOJISIET TOYHEE BU3YAIM3WPOBATh TNATOJOTMUCCKHI
Mpoliecc, Hauboee TOYHO OIIEHNUTh KOMIIOHEHTHI OITyXO-
JIM M coCcTOosTHUE oKpyXatonux TkaHeil [10]. MPT c BHy-
TPUBEHHBIM KOHTPACTOM HEOOXOTMMO IJISI IMAarHOCTUKU,
Moa00pa MOAXOISIIIETO JICUSHUS U OLICHKH eT0 3(h(EeKTHUB-
HoctH [11]. OgHaKo, HECMOTpPS Ha PsII MPEUMYILIECTB, OfI-
HUM U3 INIaBHBIX HegocTaTkoB MPT B oTHomeHun aeteit
SIBJISIETCSl 3HAUYUTENbHO Oojbiiee, yeM y KT, BpeMst BbI-
noyHeHud [10].

Hens Tepanum omyxoneit [THC — He mpocTo 10OMTH-
cs IJINTEIbHOM PEMMCCHM, HO U OOECIICYUTH ITOJTHOE
U3JIeYeHUE OT OMYXOJIM IIPU COXPAaHCHUM XOPOIIETO Ka-
YyecTBa XKM3HU MalMEeHTOB. PUcK-aganTUpoBaHHBINA MOA-
XOII TIO3BOJISIET TOOMTHCS MAaKCUMAIbHO ITOJIOXUTETBHBIX
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pe3yabTaToB U U30exaTh WM, 110 KpailHel mepe, cylle-
CTBEHHO YMEHBIINUTh TSKECTh M YaCTOTY OCTPBIX U OTHA-
JIEHHBIX TOOOYHBIX 3 (PHeKTOB. B 3aBUCUMOCTH OT CTETIeHU
3JI0KaYeCTBEHHOCTU MOMIXOABI K TepaluM OIyXoJeil Mo-
TYT CYLIECTBEHHO pa3iuyarhcs. Tak, M TJIMOM HU3KOMH
CTEINEeH! 3JIOKAYECTBEHHOCTU MOXKET OBITh IIpeljioXeHa
TaKTUKa TMHAMUYECKOTO HAOJIOAEHUS II0C/e paauKab-
HOI Xupypruyeckoil omepauuu. JlaHHBIM MOAXON TMOJ-
HOCTBIO OIpaBIaH y MAllMEHTOB C HelpoduopomMaTo3oM
TiIa 1 1 TyOepO3HBIM CKJIEPO30M. DTU HACIIeACTBEHHBIC
3a00J1eBaHMSI CBSI3aHbI C TMTOBBILIEHHOM 4YaCTOTOM BO3HUK-
HOBEHUS MUJIOLMTAPHBIX U CYyO3MEHIMMATbHBIX TUTAHTO-
KJIETOYHBIX aCTPOLIUTOM COOTBETCTBEHHO. [locie morHoi
pe3exkiyu 10-J1eTHSST BBDKMBAEMOCTD 0€3 ITporpeccupoBa-
Hus1 npeBbilaeT 85%, 1 MpoBeAeHUE JTyYeBOM WIIM XUMUO-
Teparnuu peako onpasaaHo [9]. K coxaneHuto, 1oaHasi pe-
3eKIIMS YaCTO HEBO3MOXKHA TP IIyOOKUX MH(MWIBTPATUB-
HBIX OITyXOJISIX, MOPaKAIOIINX TUIIOTAJIaMyC 1 3pUTEIbHBIC
MyTH, KOTOpBIe MMEIOT Xymuiuii mporHo3. IlpoBeneHue
JIy4eBOM Tepaluy JOCTOBEPHO CHIDKAET PUCK pelrIvBa
U 00EeCTIeYnBaET S-IETHIOK OOIIYIO U 6€3pEIUIUBHYIO BbI-
KUBaeMocTh B 93% u 71% ciiydaeB cOOTBETCTBEHHO [12].
OpnHako y aeTeil paHHero Bo3pacTa (1o 3—4 jeT) JydeBast
Teparnusl CONMPOBOXIAETCS 3HAYMTEIbHBIMU OTHAJEHHDI-
MU HEMOPOTOKCUYECKUMHU P GeKTaMU U SHIOKPUHHBIMU
HapylleHUsIMU. B 3Toi rpyrime TpaguliMoHHasT XUMUOTE-
pamus UCIOJb30Bajach B TEUEHHUE MOCISIHUX 3 OeCITH-
JIETUIi, 4YTOOBI OTCPOUUTH HAYaJIO UJIM M30eXaThb JIy4eBOM
Tepanuu [13].

Cpoku M TIOKa3aHUS K OIEPaTUBHOMY BMeIIaTelIb-
CTBY 3aBUCST OT TPeX OCHOBHBIX CMHAPOMOB: IOBBIIICHUE
BHYTPUUYEPEITHOTO MABJICHUS BCJCACTBHE OKKIIO3MOHHOM
ruapouedanuu, JoKaabHOe TOBbIIeHUe gaBieHus B 3UA
M3-3a HapyIIeHUsS] OTTOKA JIMKBOpA M HAJIMYHUS OIYXOJIH;
IUCJIOKALIMOHHBIA CUHAPOM, BO3HUKAIOLIMUA T10 TIPUYM-
HE KaK OMYIIeHUs MUHIAIMH MO3XeuKa U CHABICHUS MX
B OOJIBIIIOM 3aThUIOYHOM OTBEPCTUU, TaK M TECHTOpUAJIb-
HOTO BKJIMHEHMSI — I'PBDKETIONO00HOIO BBIISTYMBAHUS MO3-
JKeJKa 4epe3 TEHTOPHAJIbHOE OTBEPCTHE CO CHABJICHUEM
u nedopmarueit ctona. Ilepen onepaimeit IpoM3BOIUTCS
KOppeKLus TuapoledalIud MpU BBIPaXEHHOM THAPOIIE-
(hanbHO-TUIIEPTEH3MOHHOM M TUApoliedalIbHO-INCIIOKA-
IIMOHHOM CHHIpOMaX. 3a HEeCKOJIbKO THEW JO0 omeparuu
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MMAIIMEHTY TIPOBOMAT JTUKBOPOIIYHTUPYIOIIYIO OIEPAIUIO;
HAKJIAIbIBAlOT HAPYXXHBIA BEHTPUKYISIPHBINA NpeHAX WU
BBITIOJTHSTIOT BEHTPUKYJIOIIEPUTOHEATbHOE IITYHTUPOBAHME.

JAWCIOKAIIMOHHBIN CUHIPOM TaKXKe TOMIJICKUT KOp-
PEeKLIMU A0 OINepaldu: MALMEHT MPUHUMAET TOPMOHAIb-
HbIC ¥ MIPOTUBOOTEYHBIC TIPEIIapaThl: OCMOTUIECKUE MUY~
PETHKH, TITIOKOKOPTUKOUIHI. 32 HECKOJIBKO YaCOoB JI0 OTIe-
paunu 00JbHOM MpUHUMAaET 1edanocnopuHsl [14].

OrepaTuBHOE BMEIIIATEJIbCTBO TUTAHUPYETCS, UCXOMIS
13 UHIUBUAYaTbHBIX ocobeHHOocTeit ctpoeHus 344 u mo-
Kanuzauuu onyxouu. Hanbosiee COBpeEMEHHBIM SIBJISIETCS
HUCIIOJIb30BAHUE CUCTEMBbI KOMITBIOTEPHOM HEWpOHaBUTIA-
LINU, TTO3BOJISTIONIEH YMEHBIINUTh KOJIMYECTBO U CTEIICHD
BO3MOXHBIX ocyioxxHeHui. [ToBTopHas onepaiinst He00X0-
IMa TIIPY HAJTWIUHU Y3JIOBBIX METACcTa30B, B CIIydae Ioce-
OIepallMOHHONM OCTATOYHOM oImyxoiau. OnpeneanTb pe3n-
JyaJIbHY10 OMyX0Jib MOXHO ¢ romoibsio KT niu MPT.

MenynnobiacToMa CIIOCOOHA K JOKATbHOMY MH(WIIb-
TPaTUBHOMY POCTY B CTBOJ MO3ra, MOCTOMO3KEUKOBBIN
yroi. ITockoabKy Meayio01acTOMBI PhIXJIble, XUPYPT 10J1-
JKE€H MPOBECTH TILATENbHBIA TEMOCTa3 U OYeHb BHUMATE b~
Hoe BCKpbITHe. CTeneHb yIaJIeHNs OIyXOJIN 3aBUCHUT OT TO-
T0, 3aTParmBaeT OHa XKM3HEHHO BaXKHbIE LIEHTPHI MJIU HET [6].
B mocnenyrorieM moceorneparmoHHOM TIEPHOIe TTPUMEHSI-
10T METOJ JIy4€BOM Teparuu, Jajee — XuMmuorepanuto [15].

DIeHINMOMBI YIAISIOTCS MOJHOCTRIO. Eciu omyxons
HaXOIWUTCS B KU3HEHHO BaXKHBIX LIEHTpax (00JacThb IMHC-
yero nepa IV Xeilymouyka), oHa TOMIEXKUT YaCTUYHOMY
yaajeHu10. Y HOBOPOXKAEHHBIX U AETeil rpyaIHOIo Bo3pac-
Ta, IETEil B TSLKEIOM COCTOSIHUM STMEHINMOMA YIAISIETCS
moatanHo. B mepBbie 3 CcyT mocie omepaluy IIPOBOIST
MPT c koHTpacTOM, YTOOBI OLIEHUTh CTEIEHb yIAJIEHUS
00pa3oBaHUsI. ACTPOIIUTOMBI YACTO XOPOIIIO OTTPAaHUYCHBI
OT TKaHM MO3KeYKa, MO3TOMY YIAJISIOTCS TOTAJIBHO [6].
I'emaHrno61acTOMBI yOANSIIOT TOTAJbHO C MOMOIIBIO CYy-
OOKIIMMUTATBLHOW KpaHMOTOMUM. OHM UMEIOT XapaKTep-
HYIO KPaCHYIO OKPAaCKy M3-3a OOMJIUS MUTAIOIINX X COCY-
TIOB, KOTOPBIE HEOOXOAMMO TIATEIBbHO MPIKEYb BO BpeMs
onepauuu [7].

KocTHo-11acTiyeckas TpenaHaiys yepera sBJIsIeTCs
MeToAoM BbIOOpa. KOCTHBIN JIOCKYT clienyeT COXpaHWUTb
B Hauajie oniepauuu. Ero ynaseHue 3aBUCUT OT OCOOCHHO-
CTel pocTa, CTEIIeHU yIaJIeHMS OITyXOJIr, TeUSHUS orepa-
LIMM, COCTOSIHUSI peOEHKa Ha 3aBeplIaloldX 3Tarax orie-
paumu. [1o BO3MOXHOCTH KOCTHBIN JIOCKYT CIIEAYET OCTa-
BUTH U (PUKCUPOBATh.

PeseximonHast TpermaHalms 4eperna Jaiie BCEro ocy-
IIECTBISACTCS TPHU TSKEIBIX COCTOSTHUSX MallMeHTa, CyO-
KOMITEHCAIIMN XKM3HEHHO BaXXHBIX (DYHKIIUI, KPOBOM3-
JINSTHUSIX B OITyXOJIb, BOBJICYCHUH B OITYXOJICBBII IIPOLIECC
cTBOJIa Mo3ra [ 14].

Yamie Bcero npu ygajieHuu onyxosei IV xenymouka
HCTIONIB3YIOT TEJIOBEIISIPHBIN JOCTYI MJIM PACCEKAIOT YEPBb
Mo3xeuka. BeiOop mocTyra 3aBUCUT OT MOIMEPEYHOro pa3-
Mepa OITyXOJIu U e€ pacripocTpaHeHUsl. Tak:ke BOZMOXHO
yaaIuTh omyxojb 1V XKenynouka yepe3 cpeIuHHYIO arep-
Typy (oTBepcTrie MoxaHan). JIaHHBII TOCTYI 9acTO IIPH-
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MEHSIOT NPU PAIUKAIBHOM YOAJEHUU OMyXxoiu. B atom
clyyae TPaBMAaTUIHOCTD OIEepaIlii CUJIBHO YMEHBIITUTCS,
T. K. MOXHO HE BBHITIOJTHSTH PETPAKIIMIO MO3XKeUKa IIra-
TEJSIMU; IJIATEILHOCTh OIIEPAaTMBHOTO BMeEIIATEIbCTBA
MeHblIe. Yepe3 CpeIMHHBINA TOCTYIl YaCTO YIAJSIOT OIy-
XOJIA CPEIHUX WM HEOOJBIINX pa3MepOB C KaydaJTbHOMU
WMV CPeNMHHOW JloKanu3aiuei, 0e3 pacrnpoCTpaHEeHUs
B O0KOBbIE 3aBOPOTHI. JJOCTyN uepe3 CpeaArHHYIO afnepTy-
Py — TIEPBBII 3Tal TEJIOBEISIPHOTO OOCTYyIA. TenoBemsip-
HBII JOCTYI OCYIIECTBIISIIOT MYTEM TUCCEKIIMHU MO3XKEUKO-
BO-MeAYJUISIPHOM 1LIeJTN B 3 3Tamna: paccedeHue COCyaIuCToi
OCHOBBI OT CPEIWHHOM amnepTypsl A0 TEJIOBEISIPHOTO OC-
HOBaHMS; TOTIOJTHUTEIbHOE PacCeYeHNe HIDKHETO MO3TO-
BOTO ITapyca; IUCCEeKIUs MPOCTPAHCTBA MEXIY TepemnHeit
MMOBEPXHOCTHIO MUHIAIMH MO3XeUKa U 3adHeIaTe paTbHOMI
MOBEPXHOCTHIO MUHIAIWH ITPOAOJroBaToro Mosra [16].

TpaHCBepMHUAIBHBIN TOCTYIT IIPOBOAUTCSI C pacceue-
HUEM nupaMui, Oyrpa, JucTa yepBsl Mo3xedka. [1pu mo-
BPEXICHUHM YEPBSI MO3XKEYKAa MOTYT Pa3BUTHCS MO3XKEU-
KOBBII MYTHM3M, aTakCcus (T.K. MOTYT OBITh ITOBPEXKICHBI
3ybuaThle sapa), aucdarusa. [Ipy TpaHcBepMHaIbHOM
MOCTYIIe HEOOXOMUMBI MajbHEHIass TpaKyds MWHIATNH
MO3XeUKa, PacCeYeHMe COCYIUCTOM OCHOBBI, HIDKHETO
MO3TOBOTO ITapyca.

[Tocne npoBeneHus onepany BO3MOXHBI 3 BapuaH-
Ta TIPOMOJKEHUS JISUCHUST: HAOMIONeHNUE TP OTCYTCTBUU
KJIMHUYECKUX CHUMITOMOB, JIydeBasl Tepalmsi, XUMUOTE-
panus. JlaabHeilas TakTUKa Je4eHUs] BhIOMpaeTcsl KO-
seruaiabHO. [Tomxom K IeYeHUIO 3aBUCHUT OT KIIMHUYECKOM
cUTyalluv, MOP(OJOTUIECKOTO HCCICHOBAHUSI, MHEHUS
CMECIUAINCTOB, MOJICKYJIIPHO-TEHETUYECKMX M MMMYHO-
TUCTOXMMHNYECKUX MapKEPOB. Y COBCEM MaJICHbKUX JeTei
XUMMOTEPAITUS MOXET CIIY>KUTh OTCPOYKOM IJIST JTy4eBOM
Tepanuu [14].

Hammume remaTtosHnedanmmueckoro 6apbepa (I'DB)
BIMSET Ha TpoHMKHoBeHue mpenapata B LIHC. Yactb
XUMHOTIPENapaToB, 00JIagaloMNX TUAPOGMIBHBIMU CBO-
cTBaMu, He TpoxomuT yepe3 Db (Hampumep, Kapooria-
TWH, BUHKPUCTWH, IUCIUIATAH); JUIIOGUIBHBIC Ipera-
paThl (HampuMep, THOTeIa, 0ycyabdaH, 3TOIMO3UI) JIETKO
MPeonoJIeBaIOT TaHHOe TpersTcTBrue. ClemyeT OTMETUTD,
YTO LeJOCTHOCTL I'Db 1pu omyxojeBoM pocTe WiIn MeTac-
Ta3UPOBAHUM HAPYIIAETCS, TIO3TOMY THAPOMIIIBHBIE TIPE-
mapaTsl TOXXE MPUMEHSIOTCS.

Xumuotepanusa 3pdekTBHA TPU MeayJIIo0nacToMe,
TepPMMHOTEHHBIX oIyXxouisix [3]. OHa ocHOBaHa Ha IpUMe-
HEHMHM CXEM, COIepXKallliX BUHKPUCTUH, KapOOILIATHH,
BUHOJIACTUH, 6-TUOTyaHWH, IPOKapOa3nH, JIOMYCTHH,
LUCIUIaTUH, 3Tono3ul U upuHorekaH [17]. KomOuHupo-
BaHHasl XMMUOTepanus Obula OLIEHEHA B UCCIENOBAHUM,
cpaBHUBaIoeM 3GHEKT cxeM KapOoIjlaTuH + BUHKPU-
CTMH M 6-THOryaHWH + Tpokap0asuH + JIOMyCTHMH +
BUHKPHUCTUH. beccoObITHITHAS BRKMBAEMOCTh HE pa3iM-
yajlaCh, HO YETHIPEXKOMIIOHEHTHBIN peXHUM ObLI CBSI3aH
¢ bosee BBIpaXKeHHBIMU TOKCHMYEeCKUMU dddekTamu [18].
Psan npyrux TpaIMLIMOHHBIX MPENAPATOB I XUMUOTEpa-
MUY, TaKUX KaK BUHOJACTUH, IPOIECMOHCTPUPOBAIMN aK-
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THUBHOCTh IIPOTHB INIMOM HU3KOM CTEIIEHU 3JI0KAYECTBEH-
HOCTH, HO JIOJITOCPOYHBIN KOHTPOJb Hal 3a00JIeBaHHEM
He 6bu1 mocTUTHYT [19]. Temo3onomun y mereii He moKasas
cBoell 3(P(PeKTUBHOCTU: BBIKMBAEMOCTh 0€3 IPOrpecCU-
poBaHus cocTaBuia Bcero 17% uepes 4 roga, u 70% naru-
€HTOB HYXXJaJIMCh B APYTUX Buaax jJeueHus [17].

MostekynsipHBle WCCIEIOBaHUST TNIMATBHBIX OITyXOJIeH
MPYBEIN K TIOSIBJICHUIO TIPerapaToB, KOTOPBIE MOTYT OBITH
oosee >PEKTUBHBIMA U MeHEe TOKCUYHBIMU, YeM OObIY-
Hasl XuMuoTepanusi. MHOTHE MJIOIUTAPHBIE aCTPOILMTOMBI
JEMOHCTPUPYIOT TPAHCIOKALIMM WU, PEXEe, AKTUBUPYIO-
mue Mytaumu reHa BRAF, KoTopble MOTYT CITOCOOCTBOBATh
passutuio onyxonu [20]. Coueranne BRAF + KIAA yacto
BCTpEYAeTCsI B IMJIOIMTAPHBIX OITyXOJISIX MO3XKEUKa M 3pH-
TEJIPHOTO HEpBa, TOrma Kak myrauun BRAF daie BCTpeva-
JOTCS B KJIETKAaX TaHIJIMOIIMOM, IUIEOMOP(MHBIX KCaHTOA-
CTPOLIUTOM U IepeOpPaNbHBIX MIIOIUTAPHBIX ACTPOIIATOM.
M3MeHeHus B ApyruxX KOMIIOHEHTAX CUTHAJIBHOTO MyTU MU-
TOoreH-akTUBMpyeMoii mporenHKknHa3bl (MAPK), BkimouaroT
MyTaluu B reHe Heiipodpubpomuna NFI u ciuanus RAF.
KonBepreniyss MyTamuii Ha OTHOM HUCXOISIIEM ITIYTH BbI-
3BaJIa MHTEPEC K MeJICBOMY MHTMOMPOBAHMIO TIepeIayy CHT-
HayoB MAPK nyst repanum atix onyxoneit. Mcnons3oBanue
CeJIeHyTMHMOA, KOTOpbliA MHruoupyeT aktuBauuio MAPK
mmytém 6okupoBanust MEK1/2 (xkunaza MAPK/ERK), mo-
3BOJIMJIM JOCTUYb YCTOMYMBBIA yacTuuHbIi (> 50%) oTrBeT
y 513 25 nauueHToB, a y O0JIbIIMHCTBA HAOTI0JAI0Ch YMEHb-
1reHue pasmMepa omyxosu [21]. Takke ObLTA MPOBEAEHBI UC-
caenoBaHus ¢ BeMypadheHnooM 1 1abpadeHnOOM, KOTOphIS
CIICLIMAJIbHO HAIIeJICHBI Ha OITyXOJNIM C MyTanusMu BRAF
V60OE. B paHmoMU3MpOBaHHOM KJIMHUYECKOM HCCJIeIOBa-
Hun Il ¢a3wl ¢ nucnonb3oBaHUEM TPaMETMHMOA B MOHOTE-
panuy 1 B KoMOMHaImu ¢ nadpadeHnoom y 139 manmeHToOB
¢ pedpakTepHBIMUA U PELMANBHBIMU TJIMOMaMHM TI0KA3aTen
00BEKTUBHOI'O OTBETa COCTABWIM 15 1 25% COOTBETCTBEHHO
[22]. Kpome Toro, 6bu1a mpomeMoHCTprpoBaHa 3G (eKTUB-
HocTb nHrMonTOpoB MTOR, TaKMX KaK 3BeponuMyc, y neTeit
¢ TyOEpO3HBIM CKJIEPO30M U TiimoMamu [23].

3ak/ouyeHve

Onyxonn — 00bEMHBIE 00pa30BaHMS TOJIOBHOTO MO3-
ra, KOTOphIE TIOCTATOYHO YaCTO BCTPEYAIOTCS CPEIU ACTEH,
TpeOYIOT paHHEl MWAarHOCTUKYW M aleKBaTHOTO JICUYCHMUS
¢ KOMIUIEKCHBIM TomxonoM. Ilociie ormepaTHBHOIO BMe-
IIaTeJILCTBA 3TU OOJIbHBIE JOJIKHBI HAOIIOMATHCS Y OHKO-
JIora ISl PEIIeHMST BOIIPOCAa O XWUMUOIYIEeBON Teparvu.
Kaxnple 3 Mec nenecoodpasHo npoBogutb MPT roioB-
HOTO MO3Ta ¢ KOHTPAaCTUPOBAHUEM UISI OLICHKU TMHAMUKU
¥ CBOCBPEMEHHOTO IIPUHSATHS PEUISHHUS O TIOBTOPHOM XM-
pPyprudeckoM JedeHur. Ecim jeyeHne ObLIO YCIICIIHBIM,
TO TALIMEHTA XIET CTOMKAS PEMUCCHS.
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