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NMEPBUYHDbIE ONYXO/UN
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1. KNIACCUPUKALUNA N ONPEAENEHUE CTAANN

Knaccnpukauma TNM B HeipOOHKONIOT MM He MCMO/b3YeTCA.

2. AMATHOCTUKA

2.1. O6cnepgoBaHmne

O6cnegoBaHue NauneHTa c nepeuyHoi onyxonbto LIHC BkatoyaeT B cebs:

+  c6Op AaHHbIX aHaMHe3a;

* HeBPONOTrMYECKUI OCMOTP C OLLeHKOW 06LEeMO3roBbIX /UK 04arOBbIX HEBPONOTUYECKUX
CMMNTOMOB, Ha/INYNA CYAOPOKHOIO CUHAPOMA, HapYLIEHNA ABUKEHWNI, HYBCTBUTENBHOCTH,
peyn, npakcuca, CUMNTOMOB NOPaXKEHUA YepPenHbIX HEPBOB, MCUXUYECKNX HapYLIEHUA,
MeHWHreasbHbIX CUMNTOMOB;

*  OCMOTPp Helipoo¢TanbMo/ora (OLEeHUBAETCA OCTPOTA 3pEHUS, MO 3PEHUSA, COCTORHME
AVCKOB 3pUTE/IbHbIX HEPBOB, INa30/4BNUraTe /IbHblE HAapYLWeHU);

*  OCMOTp OTOHEBPO/Ora;

*  HelipoBU3yanu3aLMOHHbIE UCCNRAOBAHUA:

- MPT B Tpex npoeKymax B CTaHAApTHbIX pexumax (T1, T2, T1 ¢ KOHTpacTMpoBaHueM,
FLAIR, DWI); npu noKkanusauum onyxoav B 061acTu peyeBbiX U ABUraTeNbHbIX 30H
BbINONHAGTCA GYHKUMOHaNbHaA MPT (GMPT) u MP-TpakTorpadus. Mpu nogo3peHnm
Ha AMCCEMMHALMIO ONYXOAN NO 060104KaM CMMHHOIO Mo3ra BbinosHAeTcA MPT
C KOHTPaCTMPOBaHMEM BCEro CMMHHOro Mo3ra. [1pn Heo6xoAMMOCTH BbINONHARTCA
MP-anruorpagus, MP-nepodysuna, MP-cnekTpockonus;
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MPY HEBO3MOXHOCTU BbiNOAHEHUA MPT (Hanuume KapANOCTUMYAATOpA UAU Geppo-
MarHUTHbIX UMMAAHTOB, APYrue NPULKHbLI) NPoBOANTCA KT ¢ KOHTpPaCcTUpPOBaHMEM
(KT-nepoysusa, KT-aHruorpadus);

npu Heo6xoAMMOCTU (AnddepeHLmanbHan AUarHoCTUKa C UHPEKLMOHHBIMY, JeMue-
JIVHV3MPYIOLWMMM, COCYANCTBIMU U MPOYMMM 3a60neBaHNAMK) BbinoaHaeTcs M3T
(M3T-KT) ¢ METUOHUHOM, TUPO3MHOM, METU-A0NA;

NPV HEBO3MOXHOCTM BbIMONHNUTL FMCTONOTMYECKOE NCCAeA0BaHNE ONYX0NeBON
TKaHW KNMHUYECKUI ANarHO3 MOXeT BbiTb YCTAHOB/IEH HA OCHOBAHUMN HelipoOBU3Yya-
NN3aLUOHHBIX MeToAUK (MPT, M3T c aMUHOKUCNOTaMK);

nauueHTaM C rinoMaMu B Te4eHue nepsbix 24—72 4acoB nocseonepayMoHHOro
nepuoga sbinonHaetca MPT/KT c KoHTpacTuposaHuem;

. WHCTPYMEHTa/ibHble UCCNe0BaHUA;

93 — Npu HaNNYUN CYAOPOXKHOIO CUHAPOMA;

peHTreHorpadua n/uav KT opraHoB rpysHoON KneTku;

IKT, OxoKl — no nokasaHWAM: NPV HAaNNUYNW KapAMOBaCKYNAPHbIX 3aboneBaHuiA,
B BOo3pacTe cTapwe 60 seT, B ciyyae npeAnosiaraeMoil onepauum B NOJ0XKEHNN
«cnaa», Npy NAaHNPOBAHUMN y4eBOW N/ NAK XUMMoTepanuu;

Y3 BEH HUKHMX KOHEYHOCTEN (A8 MCKAOYeHUA TpoM603a), Y3U BHYTpPEHHMX
OpraHos;

+ nabopaTopHas AMArHOCTMKA: Pa3BEPHYTbIN KANHUYECKUIN N BUOXUMUYECKNIA aHa N3

KpoBW, Koarynorpamma, D-agunmep, o6wunit aHanns Mouun, onyxonesbie Mapkepbl (PIA,

A®I v Apyrue) No nokasaHmaAM.

2.2. Mopdonornyeckuin ¥ MoNeKynapHO-reHeTU4YeCKUn AnarHos

dopmMynmposka MOPpHONOrNYECKOrO AMarHo3a 0/Ha BKAOYaTb B ceba 5-3HauHbIN Koj,
OMyX0/IM B COOTBETCTBUM C Knaccuduraumnein BO3 onyxonen LLHC (2021 1), 4-3HauHbIN KOA
Nokanusauyuu onyxosau (B cootsetcTeum ¢ MKB-10), a TakKe CTeneHb 3/10KAY€CTBEHHOCTU

(grade).

KntoueBbiM $paKTOPOM B OnpegesieHNN TaKTUKK eYeHUA U NporHosa 3abosieBaHuns

ABNAETCA FTMCTONOrNYECKUIA AWarHos u grade, KOTOpasa nMeeT 4 cTeneHu: grade 1-HeT Kputepues

3/10Ka4eCTBEHHOCTY; grade 2-0AMH KPUTEPUIt 310Ka4YeCTBEHHOCTU (aTunus agep), grade 3-4Ba

KPUTEpWA 3/10KaYeCTBEHHOCTHM (aTUnua agep, MUTO3bl), grade 4-Tpu UK YeTbIpe KpUTEpUA
3/10KaYeCTBEHHOCTY (aTUNusA AAEP, MUTO3bI, NPOAMdEepauunsa SHAOTENSA, HEKPO3bI). KpuTepum
cTeneHel 3/10Ka4eCTBEHHOCTM aCTPOLMTOM C MyTaumeit B reHax IDH npeacTaBsieHbl B Tab. 1.

Ta6auua 1. Kputepum cteneHn 310Kka4eCcTBEHHOCTM acTPOLMTOM C MyTauuelt B reHax IDHT/IDH2.

Grade MNpusHaku
Grade 2 + [AnddysHo-uHGMALTPATUBHAA acTpoOLMTapHas rnMoMa C MyTaLueit B reHax IDHT
v IDH2, xopouwo anddepeHLMpoBaHa 1 He MMeeT FMCTOIOTMYECKIX NPU3HAKOB
aHannasuu
+  MuToTMYeCKas aKTMBHOCTb He BbIABAIAETCA MW OYeHb HU3KaA
+ MukpoBackynsapHan npoaudepaums (npoamdepaLmsa SHAOTEANSA), HEKPO3 U TOMO3UrOT-
Hble geneunn CDKN2A n/van CDKN2B oTcyTcTBytoT
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Grade MpusHaku

Grade 3 + [AnddysHo-uHGUALTPATUBHAA acTpOLMTapHas rIMOMa C MyTaLueit B reHax IDHT
1 IDH2, npossasiowias o4aroyto nam AnddysHyto aHanaasmio 1 3Ha4nTe IbHY0
MUTOTUYECKYHO aKTUBHOCTb

+ MukposackynspHas npoaudepaums (npoamdepamsa SHAOTEANA), HEKPO3 U TOMO3UIOT-
Hble geneuunn CDKN2A n/vnn CDKN2B oTcyTcTBytoT

Grade 4 + [AnddysHo-uHGUALTPATUBHAA aCTPOLMTapHan rIMoMa C MyTaLueii B reHax IDHT
wiv IDH2, NposBASIOWLANACA MUKPOCOCYAUCTOMN npoandepauveit (npoamdepaums
SHAOTENNA) UM HEKPO3OM, UM FOMO3UIOTHOM Aeneunert CDKN2A u/vam CDKN2B,
nm 10601 KoMBUHaLMel 3TUX NPU3HAKOB

MonekynapHo-reHeTuyecKkoe TeCTMpoBaHMe He06X0AMMO BHIMONHUTD 418 MOCTAHOBKM
KOPPEKTHOro naToMoppOa0rM4yeCcKoro 4narHo3a B COOTBeTCTBUM C Kanaccudukaumen
BO3 onyxoneit LLHC (2021 r.). CornacHo knaccudmrkauum, pybpuka «AnddysHsie ramombl
y B3pOC/bIX» YNpoleHa 40 TPeX OCHOBHbIX TUMOB: 1) acTpouuTOMa C MyTaluuei B reHax
IDH (grade 2-4); 2) onurogeHaporavoma c MyTtauumen B resax IDH v ko-geneymeit 1p/19q
(grade 2-3); 3) ranobnactoma 6e3 MyTaumin B reHax IDH. ickntoyeHa Takas HO30/10M UK
Kak «[nnobnactoMa c MyTaumeii B reHax /IDH». Tenepb 3Tv HoBoobpa3oBaHua o603HavaoTCA
Kak «AcTpounToMa c MyTauuelt B reHax /IDH grade 4». [pucyTcTBME B OMYX0OAU MyTaLuin
B reHax /DH ABNAGTCA KNIOYEBbIM ANArHOCTUHECKUM NPU3HAKOM ANA ANPdY3HbIX rMoM grade 2,
grade 3, grade 4 y B3pOC/IbIX U BTOPUUHBIX FIN061aCTOM, YTO MOMOraeT AuppepeHynpoBaThb
nepBUYHyto ranobractomy ot ravom grade 2, grade 3, grade 4. [nnombl grade 1 He HecyT
B OMYXO0/M MyTauuii B reHax /IDH. MyTtaunnu B renax IDH KoppenvpytoT C METUANPOBaHUEM
npomMoTopa reHa MGMT, naumeHTbl C 3TUMWU HOBOO6Pa30BaHUAMY MUMEIOT Iy YIINIA NPOTrHO3
n oteeT Ha 1T n XT ankuanpyowmnmmn npenapatamu. inarHos «OnnrogeHapornvomar»
MOXeT 6biTb YCTaHOB/IEH TO/ILKO B TOM CAyYae, eC/v ONyX0/ib UMeeT U MyTaluio B reHe
IDHT wan IDH2, n ko-aeneuunto 1p19q. MocnegHas noaTBepxKAaeT 61aronpuUATHLIA NpoO-
rHO3 1 ABNAGTCA NPEAMKTOPOM XOPOLEero oTBeTa Ha Tepanuio anKUaAnpyoLWmMMm npena-
patamu. Hananune romosurotHow geneumn CDKN2A n/vwan CDKN2B n3MeHseT cTeneHb
3/10Ka4eCTBEHHOCTU B AU PY3HbIX acTpouuToMax Ha «grade 4» (Taba. 1). TecTuposaHue
Ha MyTauuio B reHe TERT He aBnaeTcA o6A3aTebHbIM, OJHAKO AaHHaA MyTaluua asaaeTca
XapaKTepHOM 4N15 ONUTOAEHAPOTINOM (y B3POC/bIX) U MEPBUYHON ranobaacTombl. Ee
Ha/sn4Me Npu OTCYTCTBMU MyTaLuum B reHax /IDH cBA3aHO C He6NaroNpUATHLIM MPOrHO30M.
Onyxonu c MyTaumammn B reHe BRAF MoryT oTBeyaTb Ha NedyeHue uHrnéutopamu BRAF.
CxeMaTUyYeCKN ANarHoCTUYECKNIA aATOPUTM NpeAcTaB/ieH Ha puc. 1, a OCHOBHbIE MO/IEKY-
NApHO-reHeTnYecKne abeppauun — s tabn. 2.
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Ta6aumya 2. IMarHoCTUYECKM 3HAUMMbIE MOJIEKYIAPHO-reHeTUYecKme abeppauun (BO3, 2021r.).

Twvn onyxonu

XapaKTepHble NOBpeXAeHNsA
reHoB/MoNeKyNApHbI Nnpodunb

AnddysHbie rAMoMbl y B3pOC/bIX

AcTpouuToMa C MyTaumen B reHax IDH

IDH1, IDH2

OnurogenaporanMoMa ¢ MyTaLmeit B reHax IDH v ko-geneumeit 1p/19q

IDH1, IDH2, 1p/19q

Innobnactoma 6e3 MyTaLmii B reHax IDH

IDH-wt, xpomocombl 7 1 10, TERT,
EGFR, ppyrve

AvddysHbie rAMOMbI HU3KOI CTENEHM 3/10KAYeCTBEHHOCTU Y AeTel

3/10Ka4eCTBEHHOCTN Yy MOI04bIX

[nddysHan acTpouymToMa C anbTepaumeli B reHax MYB nan MYBL1 MYB, MYBL1
AHrvoueHTpuyecKan ramoma MYB
MonnmopdHan HelipoanNUTeManbHas OMyxo/b HU3KOMN CTeNeHu BRAF, FGFR

Anddy3Han ramoMa HU3KOI CTeNeHMN 3/10Ka4eCTBEHHOCTU C albTepa-
umeit MAPK-nyTu

l'eHbl MAPK-nyTn

AvddysHbie rMOMBI BLICOKOI CTENEHM 3/10Ka4eCTBEHHOCTHU Y AeTei

[nddysHan cpeanHHan ravoma c anbTepauuein H3 K27

H3 p. K28 (K27), EGFR, EZHIP

[JnddysHan nonywapHas ramoma c MyTaumein H3 G34

H3p. G34 (G34)

AnddysHaa aeTckan raMoMa BbICOKON CTeNeHN 3/10Ka4eCTBeHHOCTN
6e3 MyTaumii B reHax H3 u IDH

IDH-wt, H3-wt, MeTUnsLMOHHOe
npoduamposaHue

MHdaHTUAbHaA NonywapHan raMoma

RTK reHbl

OTrpaHuyYeHHble acTPOLUTapHbIe FINOMbI

I'ImnouMTapHan acTpouuToma

KIAA1549::BRAF, BRAF

ACTPOLI,I/ITOMB BbICOKOW CTEMeHW 3/10Ka4eCTBEHHOCTU C MUOUAHBIMU
npu3sHakamu

MeTunaumoHHoe npopuanposaHme

MneomopdHas KcaHToOaCTpoOLMTOMA

BRAF, CDKN2A

Cy63neHAVMManbHas rMraHToKNeTOYHas acTpoLMTOMa TSC1,7sC2
XopaougHas ravoma PRKCA
AcTpobnactoma c anbTepauyeli B ree MNT MN1, BEND2
FnvoHelipoHanbHbie U HelipoHa/ibHbIe OMyXOU

[aHrNOHapHOKNETOYHbBIE OMNYX0AN BRAF
[Jln3ambpuonnactnyeckas HelMpoanuTennanbHas onyxonb FGFR1

[nddysHan ranoHenpoHanbHas onyxonb C OAMIOAeHAPOrIMOMO-
NoA06HLIMY MPU3HaKaMM 1 KnacTepamu azep

MeTtunaumnoHHoe npopuanposaHme

ManunnsapHas ramoHeipoHasbHas onyxosb PRKCA
Po3eTkoob6pasytoLan ranoHenpoHanbHas onyxonb FGFR1, PIK3CA, NF1
MukcongHan rnnoHenpoHanbHas onyxonb PDGFRA
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XapaKTepHble NOBpeXAeHUsA
Tun onyxonn reHoB/MoneKynApHbI Nnpopub

[nddy3Han nenToMeHUHreanbHas rIMOHePOHaabHas ONyxo/b KIAA1549::BRAF, 1p, METUNALMOH-
Hoe npoduavpoBaHue

MHoroy3noBas 1 BakyoAM3uUpytoLwas HeipoHabHas onyxo/b l'eHbl MAPK-nyTn

Jmcnnactuyeckan raHravouuToMa Mo3xeuka (6onesHb Jlepmutra-okno) | PTEN

JKCTPABEHTPUKY/IAPHAA HEMpOLMTOMa FGFR retbl (FGFR1:TACCT), IDH-wt
SneHAVMapHbie onyxoau

CynpaTteHTopuanbHas asneHanuMoma ZFTA (CT1orf95), YAP1
SneHAMMOMa 3a/Heit YepenHon AMKK PFA MOneKynfpHbIA NPpopub,

PFB MonekynapHblii npoduab

CnuHanbHas aneHANMOMaA NF2, MYCN

3M6proHanbHbIe Onyxoan

MegynnobnacToma ¢ akTvBaLMelt curHanbHoro kackaga WNT AKTMBaLWSA reHOB CUTHANbHOTO
kackaga WNT
MegynnobnactoMma  aKTvBaLMeit CUrHanbHOro Kackaaa SHH AKTUBALMSA FeHOB CUrHANbHOTO

Kackaga SHH

Megynnobnactoma 6e3 aKTMBaLMM CUrHa/bHbIX KackagoB WNT/SHH MeTunaumoHHoe npopuavpoBaHme
ATunnyHan TepaTomaHan/pabaonaHas onyxosb SMARCBT, SMARCA4
SM6proHabHAsA OMyX0J/lb C MHOTOC/IOMHBIMI PO3eTKaMu C19MC, DICERT

Helpo6nactoma LIHC c akTuBauueit reHa FOXR2 FOXR2

Onyxonb LIHC ¢ BHYTpeHHel TaHAeMHOM Aynaukauueit reHa BCOR BCOR

[lecMonnacTuyeckas MUKCOMAHasA onyxo/ib MMHeanbHol obnacTn SMARCB1

c MyTauueit B reHe SMARCB1

MeHuHrnoma NF2, AKT1, TRAF7, SMO, PIK3CA,
v B nogTunax KLF4, SMARCET, BAP1
ConurtapHas ¢pubposHas onyxonb NAB2:STAT6
MeHuHreaibHble MenaHOLMTapHbIe HOBOO6pa3oBaHMA NRAS, GNAQ, GNAT1, PLCB4,
CYSLTR2

Onyxonu 061acTn TypeLKoro ceana

AnaMaHTMHOMaTO3HasA KpaHnodapuHrmoma CTNNBT

ManunnapHaa KpaHWodapuHrnoma BRAF

3. TIEMEHUE

3.1. Xupypruyeckoe neyeHue

OCHOBHbIM METO/0M Sle4eHNA ABNACTCA XNPYPruyeckoe B 06beMe peseKLum onyxonm
(4acTuyHo, cy6TOTaNbHOM, TOTaAbHOM) MAK Guoncum (oTKpeiToi uam CTB). Lienbto xupypru-
4eCKOro /le4eHNA ABNACTCA NONYYeHNe TKaHW ONYX0/M U MaKCMMa/ibHaa pe3eKLa onyxonm
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C COXpPaHeHNeM HeBPOIOTNYECKUX M KOTHUTUBHBIX GYHKLMI NauneHTa. OcobeHHOCTY yaaneHus
BHYTPUMO3rOBbIX OMYXO0/1eli FOJIOBHOrO MO3ra:

*  UCNO/b30BaHMe MeTabo/IMYeCKoM HaBUraumm (S—AﬂA);

*  UCMo/b30BaHWeE HepodU3N0NOrUYeckoro MoHUTopuHra (SKorl, ACBM, 3BM, MoTopHoe
KapTWMPOBaHWE) NMpu IOKAAN3aLMM OMYXOIM B 4BUraTE/IbHbIX 30HAX, B 06/1aCTU YEPErHbIX
HepBOB U UX Ajep;

*  MpUMeHeHWe MeToAa XMPYPruyecKoro IeYeHNA y NaumeHTa B CoO3HaHWK (Mpu 1okanunsayum
ONYXO0/IX B peYeBblX 30HaX MO3ra);

*  MUCNOAb30BaHWe HaBUTraLMOHHbIX METOAMK: MHTPaonepaLMOHHOK 31eKTPOMarHMTHOM
HaBuraumu, MPT-HaBuraumu, ¥3-HaBuraumu;

*  MNpUMeHeHWe NHTPaoMepaLMOHHOIr0O MUKPOCKONA M 3HA0CKOMMYECKON aCCUCTEHLNNY;

*  CYYeTOM BbICOKOM 4aCTOTbl MOPPONOrM4YeCKON reTepOreHHOCTN IIMOM Ha TMCTONOTU-
YecKoe UCCNef0BaHMe HaMpaBAAETCA TKaHb OMYXO/M U3 pasHbiX ee y4acTKos (onTu-
ManbHO — 3-5 GpparMeHToB).

3.2. JlyyeBasn Tepanus

JlyqeBoe neyeHne NCNOAb3YeTCA KaK CaMOCTOATENbHbI MeToA Tepanuu nnbo nocne
XWUPYPruyeckoro yaaneHuns/6uoncum onyxonun, 160 Npu BO3HNMKHOBEHWUM pelnansa/npo-
AO/DKEHHOTO POCTa ONyxXou. JIT MOXET NPOBOAUTLCS Kak Ha 06/1aCTb OMYX0M (Ha OCTAaTOUHYO
OMyX0/1b UM Ha /I0XKe OMYXOAM), TaK U Ha MY TU BO3IMOXHOIO MeTacTasnpoBaHus (Hanpumep,
KCO), a Takxe B KayecTee 6ycT-Tepanuum (AonoaHMTeNbHOE 061yYeHe onyxonun/aoxa
yAaneHHoi onyxonu). KCO NpUMEHATCA Y NaLMEHTOB C ONYyXONAMU, CKNOHHBIMU K MeTacTa-
31MpoBaHMI0 N0 060/104KaM roI0BHOrO U CMMHHOTO Mo3ra. [1pu neYyeHnn 310Ka4eCTBEHHbIX
onyxoneii (grade 3-4) 1T cneayet HaYMHaTb B CPOKM OT 2 4,0 6 HEA. NOC/E ONepauuu, B page
cnyvyaeB — B KOM6UHauuy ¢ XT. ONTUManbHbIMU MeToANKaMN 06N1y4eHUA B HacToAlee
BpeMa aBaatoTcA KoHpopmHaa JIT, IMRT n VMAT. NnaHnpoBaHue 4030BOro pacnpegeneHuna
AOJIKHO OCYLeCTBAATHCA C y4eTOM TONE€PAHTHOCTU TKaHe FOJI0BHOMO MO3ra, KpUTUYECKNX
1N QYHKUMOHANbHO-3HaYMMbIX CTPYKTYpP. HanpaBaeHna ny4ykoB v apok caeayeT 3ajaBaThb
MCXOAA N3 NPOCTPAHCTBEHHON MOAEN ONYXOM U OKPYKaloW X ee TKaHel TakuM obpasom,
4TO6bI MUHUMK3MPOBATL Sly4YeBOe BO3/eCTBME Ha HUX. NpeanyyeBas TonoMeTpuyeckas
NOATOTOBKAa BK/KOYaeT N3roTOB/NEHME UHAMBUAYANbHOTO GUKCMPYIOLEro yCTpoicTBa
(TepMonacTMYECKOM MACKK) 1 BbIMOIHEHME TOHKOCPe30B0it KT. PEKOMEHAYeTCA BbINOHATD
MPT B pexumax T1, T2, T1 c KOHTpacTHbIM ycuneHueM u FLAIR. MPT nsobpaxeHunsa fOMKHbI
MMeTb BbICOKOE pa3pelleHne U TKaHeBYI KOHTPACTHOCTb, ONTMManbHaA TONWMHA Cpe3a
He A0/KHa npesblWaTh 2 MM.

B page cnyyaeB npu onpeseneHnn MuLleH LesecoobpasHo UCNOAb30BaTk 40OMNepaLu-
OHHble CHUMKUN. BO3MOXHO yMeHbLIeHWe OTCTYMNOB U 03bl 06/1yHeHUA ANA CHUKEHUA NyYeBbIX
peakuuit. Bo3MoxHa 3CKanalma 403bl Ha y4acTKV runepMeTaboamM3Ma MAK KOMNOHEHTa OMyX0/u,
HaKan/mBaloLLero KOHTPacT Ha T1-B3BeleHHbIX TOCTKOHTPACTHbIX MP-n306paxeHunax, a Takxke
B C/ly4ae peln/aMBOB M arpecCMBHOro noseAeHna onyxonn. Mpu neveHnn peunanBoB nocae
nposeAeHHoM paHee /1T 061y4yeHne oKycMpyeTca TONbKO Ha 061aCTU aKTUBHOM OMYyXO0H,
6e3 0TCTyna Ha ee BO3MOXHOE pacnpocTpaHeHue.
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PexuM runodpakumonuposamma (POA 22,5 p, COA =15 p) ncnonb3yeTcs y naymeH-
TOB C ONYXO/IAMU, UMEIOWMMUN YETKME FPaHULbl, MO0 C MUHUMaNbHON 30HOW BO3MOXHOWM
UHOUABLTPaL UK TKaHel (40 3-5 MM), a TaKXe y nNaLueHTOB ¢ o6pasoBaHuaMu 6onee 3 cM
n/man c onyxonamu, pacnoiaralowmnmmca B6an3n KpUTUYECKUX CTPYKTYp Mo3ra. fmno-
dpaKLMOHMPOBaHME NPOBOAUTCA N NPU SI@YEHUUN PELUANBOB FNNa/bHbIX M 3MOPUOHA/BHbIX
onyxonen nocae npoBejeHHoON paHee JIT.

Pagnoxunpyprmyeckoe nevyeHme MOXET UCMO/Ib30BaTLCA Y NALMEHTOB C He6ONbWNMU
onyxonsmu grade 1-2 (40 3 CM B MaKCUMaNbHOM M3MEPEHUU), UMEIOLMMUN YETKME FPaHULLbI,
1 c HebonblWMMM peungnamu onyxoneit grade 3—4 nocne npoeegeHHoi paHee JIT. Mocne /IT
BO3MOXHbl OC/IOXHEHNA B BUJE OTAANEHHbIX MOCTAYYeBbIX PeakLUnii, B TOM Y1C/e, 1y4eBon
HeKpos3.

Ana pnddepeHuManbHON ANarHOCTUKN NOCTAYHEBbIX MOBPEXAEHWUIA U NPOAO/MKEHHOTO
pocTa onyxoaw BbinosHaeTcs MPT c KoHTpacTuposaHmem, MIT (M3T-KT) ¢ MeTMOHMHOM/TUpPO-
3nHom/xonnHoM, MP-cnekTpockonusa, KT/MP-nepdysuna. B neyeHnn noctnyyeBbiX 0CNOK-
HeHWIt BO3MOXHO npuMeHerune NKC u/unu eeegerune 6esaymsymaba (5-10 mr/kr /B B 1-i1
AeHb Kaxable 21 feHb).

3.3. XuMunoTtepanusa

V|CI'I0/]b3yeTCFI B coyeTaHuu ¢ /IT 1 KaKk CaMOCTOATE/IbHbIN MeTo  1e4HeHna nocne Xmpyp-
rmyeckoro u/vmam N1y4eBOro e4eHnAa B BU4e MOHO- UNN NOANXUMMOTEPaNnNNn.

3.4. ConyTcTByloLaa Tepanusa

3.4.1. ThiokoKkopTUKOCcTeponaHaa Tepanua. OCHOBHbIMM NpenapaTaMun ABAAIOTCA JeKcaMeTa3oH
(npeanoytuTeneH) n npeaHn30n0H. OHU NOKa3aHbl NMpW HapacTaloWeM HEBPONOrMYeCKOM
AedunLUTe, MPU3HaKax OTeKa MO3ra, rmnepTeH3noHHOM cuHapome. TKC MoryT Bbi3biBaTb
AEKOMMeHcaLMio caxapHoro gnabeTa, 060cTpeHmne A3BeHHON 60/1€3HM XKenyAKa 1 12-nepcTHoi
KMWKK. OBbIYHO HAYMHAIOT C MUHUMaNbHOW A03bl 4-8 Mr/cyT. B/M 1AM BHYTpb B 1-3 npnema
C MaKCMMaibHOM A030M B YTPEHHME Yachl 1 NOCAeAHNM NpreMoM He nosgHee 17.00. [losy
TKC Heo6X0AMMO CHWKATb NOCTENEHHO, B Te4YeHue 2 Heaenb u 6osiee (no 1-2 Mr B 4-5 aHen),
OCHOBBIBAfICh Ha KJAMHUYECKUX CUMMNTOMAX U CTeMeHWU BblpaXKeHHOCTU NO6OYHbIX IPPeKToB
cTepougHoli Tepanuu. [pu noAo3peHun Ha AMMPoMy ucnonbzosaHne NKC go nonyyenus
rMCTONOrNYeCKol BepudmMKaL MmN He PeKOMeHAYeTCA 3a UCK0OYeHNeM CUTYaLNIA, Korjga oTék
M AVCNOKaLMA TONIOBHOTO MO3ra YrpoXatoT U3HU 60/1bHOr0. VIHTeHCcMBHOCTL Tepanumn FKC
33BMCUT OT BbIPAXKEHHOCTM CMMNTOMOB, OPMEHTUPOBATLCA C/1eAyeT Ha MUHUMA/IbHYIO 03Y.
OpHOBpPEMEHHO HEO06X0AMMO MCMO/Ib30BaTh racTPONpOTEKTOPbl (H2-rucTaMuHHble 610Ka-
TOPbI UM 610KaTOPbI MPOTOHHOW NOMMbI — oMenpa3oa 20 Mr 2 pasa B cyTku). CanypeTmku
(dypocemng), ocMoTUYECKME AUYPETUKM (MAHHUTON) UCMO/Ib3YIOTCA MPY BbIPAXKEHHOM OTEKE
M AMcnokaumm Mosra B komnaekce ¢ FKC B ycnoBuax oTAeNe€HNIN MHTEHCUBHON Tepanuu
MO/, KOHTPO/IeM 3/1eKTPOIMTHOTO coCTaBa KpoBW. lMocne perpecca CMNTOMOB HEO6X0AMMO
MOCTEMNEHHOE CHUKEHWE J03bl BMIOTb 40 MOJIHOW OTMEHbI (Mpy OTCYTCTBUM BO30GHOB/IEHNSA
CUMMTOMOB).
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3.4.2. NpoTuBOCYA0pPOKHAA Tepanma. AHTUKOHBY/IbCAHTbI HA3HAYAKOTCA NPU HAIMYUN CYA0-
POXHOrO CMHAPOMaA (B T.4. B aHaMHe3e) AW NMPU3HAKOB 3NUAENTUPOPMHON aKTUBHOCTM
no AgaHHbiM 33T MNpu naaHnposaHum 1 nposegeHnn XT enaTenbHO NCNOAb30BaHME aHTU-
KOHBY/IbCAHTOB, He UHAYLMPYIOWUX GpepMeHThl nedeHn (1aMOTPUAKMH, NeBeTUpaLeTam);
HexesaTenbHO UCMO/b30BaHMe kapbaMasenuHa, ¢peHnTonHa, peHobapbuTana, a TaKxe
Ba/bnpoarta HaTpuA (M3-3a ero BO3MOXKHOWM reMaToNorM4eckon TOKCUYHOCTK). Mpodu-
NaKTU4YeCKoe NpYMeHeHne aHTUKOHBY/IbCAHTOB B OTCYTCTBME 3MMMNPUNAAKOB B aHaMHese
He 06s3aTeNbHO.

3.4.3. AHTnaMeTnyeckana Tepanua. [pu nposegeHnn XT n JIT MOryT pasBuBaTbCA TOWHOTA
n peoTa. Mpun nx nossnennn seinonHaeTca KT roN0BHOrO MO3ra A/ NCKAIOYEHUA OKK/IO3N-
OHHOA rnzpouedanum, Npu ee 06HapyeHNM pellaeTCca BONPOC O BEHTPUKY/IONEepUTOHea b-
HOM WyHTUpoBaHuu a XT nan JIT npekpatatoT. C Lenbto NpoGUAAKTUKN U NeYeHNUA TOWHOTHI
1 PBOTbI pEKOMeH/AYeTCA MPUMEHeHNe OHaHCeTPOHa 4 Mr 2 pa3a B [leHb eXxe/HeBHO Ha GoHe
NT. Mpu nposeserum XT — 8 Mr (1u 16 Mr) oHAaHCETPOHA NPUHUMAIOTCA BHYTPb UM BBOASTCS
8/8 3a 30 MUH. A0 Npuema nAn B/B BBEAEHNA XMMMUONpenapaTa, Aanee — Mo MOKa3aHUAM
(4epe3 6 yacos exezHeBHO Ha ¢poHe XT 1 ABa 4HA NOC/e ee 3aBeplieHwns). Mpu coxpaHeHUn
pBOTHI Ha GOHE NpMeMa aHTUIMETUKA PEKOMEHAO0BAHO B CXeMY BK/KOUYNTL AeKCaMeTa3oH
OT 4 Mr A0 8 Mr OJHOKpaTHO.

3.5. Ha6awgeHune

lMocne 3aBeplieHna neveHNa peKoMeHayeTca perynapHoe BbinonHeHne MPT ronosHoro
MO3ra B CTaHAaPTHbIX NPOEKLUMAX C KOHTpacTUpoBaHmeM B pexkumax T1, T2, FLAIR, DWI. Mpu ony-
XONAX, CKNOHHBIX K I@NTOMEHMHIeabHOM ANCCEMUHALLNMN, HeO6X0AMMO BbINONHATL MPT Bcex
0TAEN0B CMUHHOIO Mo3ra. K TaknM HoBoO6pa3oBaHUAM OTHOCATCA AnpPy3Han rAnoma cpes-
Hel NHUK c anbTepaumelt B reHe H3K27; auddysHana nonywapHas ravomMa c MyTalmei B reHe
H3 G34; MukconanuanspHasa sSNeHAMMOMa; CMMHaNbHasA 3NeHAMMOMa C aMnanduKaLmnen reHa
MYCN; cynpaTeHTOpUMasbHan aneHAMMOMa; rnMobaacToMa C NPUMUTUBHbLIM HeipOHa/bHbIM
KOMMOHEHTOM (0coB6eHHO C aMnanduKkaumnert reHa MYCN); 3MEprOHabHbIE OMYX0/U; OMYXO0M
WHUIWKOBUAHOW ese3sbl (0COBEHHO C runepakcnpeccueit reHa FOXR2, amnandukaumeii rexa
MYCN v anbTepaumeit reHa RBT-npenMyLeCcTBEHHO y AeTei); MMHeabHaA MapeHxmMaTosHas
OMyX0Nb NPOMEXYTOUYHON AndPPepeHLMpoBKY grade 3; NannanapHan ONyxo/b MMHeanbHON
o6nactu grade 3 (peako); nuHeob1acTOMa; NUAOLMTapHas acTpoLmnToMa (peAKo); MMAOMUK-
congHana actpoumntoma. OueHka MPT-aaHHbIX NPOBOANTCA B COOTBETCTBUN C KPUTEPUAMM
3pPekTnBHOCTU NeveHna RANO c 06A3aTe/IbHbIM HanM4YMeM BCeX NMPU3HAKOB A8 KaX/40ro
kputepus (Taba. 3). Aas onpeaeneHna GYHKLMOHANBHOIO CTaTyca HEMPOOHKONOrMYECKNX
60/IbHbIX MCMONb3YyeTCA WwKana KapHosckoro (Taba. 4).
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Ta6nuua 3. Kputepun apdpektnBHocTH no wkase RANO.

MonHbil oTBET YacTuuHbIin oTBET Mporpeccuposanue

+ Perpecc Bcex KOHTpPaCTUPyeMbIX YMeHblueHWe 6onee 4eM Ha 50% |+ YBenuyenue 6onee

oyaros CYMMBbI MepreHANKYNAPHBIX 4eM Ha 25% CyMMbI nepreHam-
+  CrabunbHble UM yMeHblLato- ANaMeTPOB BCeX N3MepAeMbIX KYNAPHBIX laMeTpOB BCeX
LMecs HEKOHTpacTUpyeMble oyaros ornpezenseMbix 04aros
B pexwume T2 FLAIR ovaru +  OTcyTCTBME NpOrpeccun * 3HauuMoe yBenuyeHve
+  Ortcytcreue Tepanun TKC HensMepseMbix 04aros HEKOHTPACTUPYeMbIX B PexiMe
+ Hesponoruyeckoe ynyywerue +  CTabunbHble UAW yMeHbLUato- T2 FLAIR ouaros
wnm crabunmnzaumns LMecs HEKOHTPacTUpyeMble + TMoABneHve HOBbIX O4aroB
B pexwvme T2 FLAIR oyarn +  CrabubHble MAW yBENNYMBaIO-
+ CTabunbHble UAV yMeHbLUato- wwmecs po3bl NTKC
wmeca go3bl NKC + HapacTaHue HeBpoaOrnyecknx
+ HeBponoruyeckoe ynyuuieHue CMMNTOMOB

nm CTa6W‘IV]3aLl,Mﬂ

Bce ocmasnbHble cumyayuu pacyeHuBaromcs Kak cmabuau3ayus COCmosHUS.

Ta6auua 4. LLikana oueHkM GyHKLMOHaNbHOrO cTaTyca (no KapHoBckoMmy).

% | XapaKTepucTuKa cOCTOAHUA

100 | CocTosiHMe HOpManbHOE, anob HeT

90 CnocobeH K HOPMaanOVI AeATe/IbHOCTU, He3HaYNTe/IbHble CUMNTOMbI NN NPU3HAKK 3aboneBaHus

80 HOPMa/‘IbHaﬂ AKTUBHOCTb C YCU/INEM, HE3HAYNTE/IbHbIE CUMNTOMbI NN MPU3HAKU 3a6os1eBaHNA

70 | ObcnyxvBaeT ceba CaMOCTOATENBHO, He CMOCO6eH K HOPMasIbHOM AeATEeNbHOCTU UM aKTUBHOW paboTe

60 | HyxaaeTca nopoii B NOCTOPOHHEw NOMOLK, HO CMOCobeH caM y/A0BNeTBOPATL 60/bLIYIO YaCTb CBOUX
notpebHocTel

50 | HyxpaeTcs B 3Ha4MTe/IbHOM MOCTOPOHHENM MOMOLLM U MEANLIMHCKOM O6CNYKMBAHUM

40 | VHBanua, HyxaaeTca B CneLmanbHON NoMoLLM, B T. 4. MEAULMHCKON

30 | Taxenas MHBa/MAHOCTb, NOKa3aHa rocnuTanmn3aLma, XoTa CMepTb HEMOCPeACTBEHHO He yrpoxaeT

20 | Tsenoe cocTosHMe, HEOBXOAUMBI TOCNMTANN3ALNSA U leYeHre

10 | Ymupatowmit

0 | CmepTb

4. AITOPUTMDI IEMEHUNA PA3JINYHDBIX TPYN
NMEPBMYHbIX OMYXOJIEM LHC

4.1. OTrpaHMYeHHble aCTPOLUTOMBI U FIMOHEepOHabHbIEe
onyxonu (grade 1): nunouyuTapHas actpoynToMa, cy6aneHaumanbpHas
rUraHToK/ieTo4YHas acTpouuTOMa, raHrAMoramoma

Mocne pagmkanbHOro yaaneHua onyxonm obel4HO He TpebyeTcA nNpoBeseHUsA ajgblo-
BaHTHOW Tepanuu, MpoBOAUTCA AMHaMUYecKoe HabageHne: MPT oauH pas B 3—-6 Mecsues
VAW NPU HapaCTaHUM HEBPOIOrNYECKUX CUMMNTOMOB.
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[pn 03/10Ka4eCTBAGHNM ONYXOAN Ie4eHNe OCYLeCTBAARTCA MO NPUHLMNAM NeYeHunn
3/10Ka4eCcTBeHHbIX rnoM. pu Anddy3Ho cybaneHANMapHOA FTMraHTOKAeTOYHOI acTpo-
unToMe (OAHO M3 NPOSABAEHWI TY6EPO3HOrO CKAEPO3a) NOKA3aHO Ne4eHNe UHTUBUTOPOM
mTOR 3BepoanmMycoM. [1pu HeMoONHOM yganeHnn/6MONCUM AN HAANYMK XOTSA 6bl OAHOTO
daKTopa pucKa pa3BuTuUsA paHHero peunamea (Bospact > 40 set, pasmep onyxonu 6onee 60 MM,
HEBPONOTUYECKUI AedUUNT, MOpaXKeHWe ABYX AO/EN UAN MO30JIUCTOrO Tea) BbIMOMHA-
etca /1T. MauneHTaM C NUNOLUTAPHON aCTPOLMTOMOM C AMAMETPOM OMYXOU A0 3 CM MOXeT
BbINONHATLCA pagnoxupyprus (10-14 Ip), 6osee 3 cM — B pexuMe runoppakyMoHNpoBaHUA
(3-5 dpakuwnit go COA 18-25 Ip). XT 370N KaTeropmm 60NbHLIX NPOBOAUTCA TONLKO B C/lyHae
peunanBa/nporpeccupoBaHus 3aboneBaHuna. TapreTHas Tepanua NpuMeHAeTCA NPpU rAMOMax
HU3KOM CTeNeHN 3/10Ka4eCTBEHHOCTH C MyTaLumeli BreHe BRAF. Bonpoc o nedeHnn naymeHToB
cTapuwe 70 neT pelwaeTca UHAUBUAYAIbHO. ANTOPUTM Sle4eHnsA B3POC/bIX 60/1bHbIX C Anddy3-
HbIMW FnanbHbIMK onyxonamu grade 1 npeacTasieH B Tabn. 5.

Ta6auua 5. AAropuTM nedeHns B3pocbiX 60/bHBIX € ANPGPY3HBIMU MnaAbHBIMU
onyxonsmu grade 1 (MuaouuTapHas acTpoLMTOMa, Cy63MeHANMaNbHAA rMraHTOKNETOHAnA
acTpoOLWTOMA, FaHrINOrIMOMA).

PekoMeHA0BaHHbIE PeXUMbI B03MOXHbIe peXMnMBbI
AzbloBaHTHaA Tepanua Mocne pagvkanbHoro xupypride- | BRAF/MEK wHrubutopet (MA, IT):
CKOTO yjjaneHns — HabaoaeHne +  pabpadeHn6/TpamMeTUHNG

+  BeMypadeHn6/KobMMeTUHNG
mTOR nHru6utop (CIrA) — sse-

poanmyc
Peumnams/nporpeccus 3abonesa- * NT+PCVum CV NTRK-nepecTtpoiiku B onyxonu:
HUA + /1T +Temo3on0Mng *  NapoTPeKTUHMG
+ /1T Ha poHe exxeHeBHOrO *  SHTPEKTUHUE
npuema Temosonomuaa+AXT | BRAF (V600OE) akTveupytowyme
TEM030/10MUZA0M MyTaumm — BRAF/MEK nHrném-
+ PCV TOpbI:
+ JlomycTtuH +  pabpadeHn6/TpamMeTHNE
+ Kapmyctun +  BeMypadeHn6/KobuMeTUHNG

MEK uHrnéurop:
+ cenyMeTuHu6 (ana NA
¢ BRAF-nepecTpoiikamm
wnv BRAF (V600OE) akTveupyto-
WyMK MyTaumaMm nam HO1)
MnatuHocogepalume cxemsl (MA):
*  LUMCNAATVH +3TON03MA;
+  KapbonnaTuH +3Tonoswuy,
+ KapbonnatuH

CokpauyeHus: PCV — npokapbasuH + 10MyCmMuH + BUHKpucmuH; CV — nomycmuH + BuHkpucmuH; AXT — adbto-
BaHmHas XT; COTA — cy63neHOuMapHas 2u2aHmoKAemoyHas acmpoyumoma; HP1-rHelipogubpomamos 1 muna;
A — nunoyumapHas acmpoyumoma; [T — 2aHz2au021UOMa.
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4.2. AndPy3Hbie MNOMBI N OTFPaHNYEHHbIE aCTPOLUTaPHbBIE INTUOMbI
(grade 2): actpoyutoma c MyTaumeii B reHax IDH; onurogeHaporamoma
c myTaumeit B reHax IDH n ko-aeneuueit 1p/19q; nneomopdHas KcaH-
ToacTpoymToma

Ana andPy3sHbIX aCTPOLUTOM XapaKTepeH MHBA3MBHbIA POCT C NOCTeNeHHoW TpaHchop-
Maluuen B acTpPoOLUTOMbI 60s1ee BLICOKOW CTeneHn 310KavyecTBeHHoCTU. O6beM pesekLmnn
AB/NIAGTCA BaXHbIM NPOrHOCTUYECKUM PaKTOPOM, OZHAKO He y BCeX 60/IbHbIX OMYXO0/1b MOXHO
YAanuTb ToTanbHo. [py noKannsaLum onyxoam B rnybokmx o6a1actax Mosra uau B GyHKLKMO-
Ha/NbHO-3Ha4YMMbIX 30Hax 4acTo BeinonHAeTca CTh.

Bonpoc o yenecoobpasHocTu HazHadeHusa NIT u XT pewaeTca UHANBUAYANIBHO C onpe-
AeNeHneM rpynn HU3KOrO WM BbICOKOTO pUCKa NPOrpeccupoBaHus onyxonm (puc. 2). K dpak-
TOpPaM BbICOKOTO PUCKa OTHOCAT: BO3pacT > 40 neT, HasM4me pe3njyanbHoil onyxonm nocne
XUPYpruyeckoro yaanenus (cy6TotanbHas UM YacTUYHAA pe3eKLUs, OTKPbITas UK CTepeo-
Takcuyeckan 6roncus), pasmep onyxoam 6osee 60 MM, HEBPOIOrMYECKMIt 4eDULNT, TOpaxeHne
ABYX 40/1e/ UAU MO3O/IMCTOrO Tesla (40CTAaTOYHO HaMuYusA 0g4HOTO dpakTopa). K pakTopam
pUCKa pa3BMUTNA PaHHEro peLnanBa MOXHO OTHeCTM GOKaNbHOE HAKONAeHMe KOHTpacTa
Ha MPT v nHaekc HakonneHus POT (MeTUOHMHA), COOTBETCTBYIOWMIA aHanaasum, Npu npo-
BegeHun MNIT-KT (40CTaToOuHO HaAMuma o4HOro dpakTopa). [locae onepaTMBHOIO BMelaTe b-
cTBa BCeM 60/1bHbIM NpoBOANTCA /1T 3a UCK/NIOYEHMEM CyYaeB C MONHOM pe3eKLnein onyxonm
1 6e3 Hannyna GaKTOPOB pPMCKa paHHero NporpeccnpoBaHma. B aTux cayyasax nposoanTCca
HabntogeHne — MPT 1 pas B 3-6 MecALeB UM NpyU HapacTaHUU CMMNTOMOB. [1pY HENONHOM
yaaneHnn/61Moncum onyxoau U Npu Hanu4uum ellle oAHoro GakTopa BbICOKOrO pUCKa pasBuTua
paHHero peumanBa nokasaHo HasHavyeHune ITc PO/ 1,8-2,0 Tp go COA 50,4-54 Tp n/nan XT
(Tabn. 6). PaAnOXMpYpPrua MOXeT paccMaTpUBaTLCA NPU HEBOLLWNX OTFPAHUYEHHbBIX OMYX0NAX
M Npu NoKanbHbIX HeboNbWMX peungnsax nocne /NT.

MauueHTaM noxuaoro sospacta (cTapwe 70 neT) ¢ 06wWHpHbIMKU onyxoaaMm JIT MoxeT
He MPOBOAWTLCA, @ Ha3HaYaeTCs MOHOTepanus TeMo3osoMugoM (5/23) (Taba. 6). Bonpoc
0 HasHavyeHun NIT u XT ocnabaeHHbIM naymeHTam (HU3KU MHAeKC KapHOBCKOrO n/nav npu-
3HaKW BHYTPUYEPEMNHOW rMnepTeH3nn), a TakKe 60/bHbIM C PaCNpPOCTPAHEHHOMN OMYXO0bIO
pewaeTca UHAMBUAYaNbHO. [Tocne oKoHYaHMA Kypca JIT BbiINONHAGTCA KOHTpOAbHaa MPT
(yepes 2-4 Hepenu nocne okoH4aHusa JIT, a 3aTeM Kamable 2-3 MecALa B TeyeHue 2-3 ner)
C pelweHneM Bonpoca o LenecoobpasHoctu nposegermns XT.

Mpwv peunanBe oLeHMBaeTCA BO3MOXHOCTbL MOBTOPHOIO YAa1€HUA C NepecMOTPOM rMcTo-
NOTNYECKOro AnarHo3a. [pn HeBO3MOXHOCTM MPOBeAEHNA XMPYPrYeCKOro yjaneHuna cteneHs
aHan/aasnm MOXHO OLeHNTb no pesynbTatam MN3T-KT c aMUHOKMCNOTaMM M HAKOMAEHWNIO KOH-
TpacTa onyxonbto npu MPT. [py n1aHMpOBaHNM IeHEHNA yYNTbIBALTCA, KaKne MeToabl 6bln
MCNONb30BaHbl paHee, MPUMEHANUCHL X yYeBasa U/Uan XMMUoTepanus, 6bia1 AN JOCTUTHYT
06BEKTUBHBIN OTBET Ha IeveHme.
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4.3. AndoysHbie rnmombl grade 3-4 U rAMOHENPOHa/IbHbIE ONYXOU
grade 3: actpoyutoma c MyTaumei B reHax IDH grade 3; acTpouuTto-
Ma c MyTauuei B reHax IDH grade 4; onurogeHgpornmoma c MyTa-
umei B reHax IDH n ko-geneyneir 1p/19q; nneomopdHasa KcaHTo-
acTpouuToMa; ranmobnacrtoma 6e3 mytauuii B reHax IDH; audoysHasn
rAavoMma cpepHei IMHUK c anbTepaymneit B reHe H3 K27 grade 4;
AvddysHas nonywapHas ramoma c Mytauueit H3 G34 grade 4;
raHravoravoma grade 3

4.3.1. InarHocTyiKa ocylecTBaseTcA ¢ nomolybto MPT, M3T/M3T-KT. MonekynapHo-reHeTU4eckoe
nccnepoBaHmne: MyTauuv B reHax IDH1/IDH2, ko-peneums 1p/19q, MeTuaMpoBaHue NnpoMoTopa
reHa MGMT, myTauuu B reHe BRAF, myTaummn B rede TERT, romosuroTHasa geneuna CDKN2A
n/nnn CDKNZ2B.

4.3.2. Onpejenermne CTeneHn 310Ka4eCTBEHHOCTU ANPPY3HBIX FTMOM OCHOBBIBAETCA Ha Ha/MN-
41K B OMYXO/IN YKa3aHHbIX Bbile KPUTEPUEB 3/10Ka4eCTBEHHOCTM, MHAeKCa npoandepaLum
Ki-67 (Ta6n. 1) 1 HOBOrO KpUTepUA — roMO3UTOTHOM Aeneuunn CDKN2A n/unn CDKN2B.
O6HapyxeHune romosnrotHom geneumn CDKN2A w/vwnn CDKN2B npusoauT K M3MeHeHUo
CTEeneHu 3/10Ka4eCTBEHHOCTY Anf AnddY3HbIX acTpouuTom (puc. 1). Ecam oHa o6HapyxmBa-
eTCA B ONYX0/U, AaXe B Cy4ae rMCTONOMMYECKON KapTUHBbI «/J06poKayeCcTBEHHOW FIMOMbI»
(Npw OTCYTCTBUM MUKPOCOCYANCTON NponndepaLnn 1 HEKPO30B), CTereHb aHanasum 6ygeT
cooTBeTCTBOBaTH grade 4. [pu oTCYTCTBUM MyTaLmm B reHax IDH LienecoobpasHo ncciefoBatb
MYTaLMOHHBIV cTaTyc reHa H3F3A, MyTaLum KOTOPOro Yy feTell 1 B3pOC/IbIX MOTYT BO3HMKaTb
B /iBYX BAPUAHTax: B CPEAUHHBIX OMyX0/1sX — K27 (He61aronpusTHbINA MPOrHO3) 1 B NO/YILAPHbIX
onyxonsix — G34 (MpOrHo3 OTHOCKTE/ILHO 61arONPUATHBIN, 4aCTO COYETAIOTCA C METUANPO-
BaHWeM npoMoTopa reHa MGMT). Omyxo/n, T1MCTONOTMYECKU COOTBETCTBYOWME ANdPY3HON
acTpouuToMe, HO 6e3 MyTauuit B reHax IDHT nan IDH2, uenecoobpasHo AONOAHUTENBHO
nccneAoBaTh AR OLEHKM MyTauum B reHe TERT, amnandukaumm reHa EGFR. AndoysHble
acTpounToMbl 6e3 MyTaumii B reHax IDH1/IDH2 cnepyeT cumtath ranobnactomMamu, B 3TUX
onyxonax BbiABAAOTCA MyTauma TERT n/wan amnanukauns EGFR.

4.3.3. JleyeHue

4.3.3.1. Mocne xMpypruyeckom pesekuum onyxoau naumeHTaMm ¢ BepuduLMpoBaHHbIM AMarHo3om
nposogutca /1T (30 dpakuuit no 2 Ip Ha dpakumio go COJL 60 Ip) ¢ 0AHOBPEMEHHBIM exe-
AHEBHbIM npreMoM Temozonomuaa (75 mr/m?) B TeueHme Bcero Kypca JIT ¢ nocneayioueit
aAbtoBaHTHOM XT (puc. 3). B GTV pekoMeHayeTcs BKNOUATb OCTATOUHYIO OMYX0/b U/ UAn /I0XKe
onyxonn. Ha gose 46 I'p npu PO/, 2 I'p n 50,4 I'p npu PO/ 1,8 ['p BO3MOXHO COKpalleHne
o6bema 06yyenus (6yct). MaymenTam ctapiue 70 feT, a TakKe 60/1bHbIM B 061LeM COCTOAHNUM
no wkasne KapHoBckoro < 60% pekoMeHA0BaH pexuM runodpakumonnposanus ¢ PO/ 3 Ip
n COA 45 Tp.
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Tabaunua 6. PekoMeHAYyeMble PeXXUMbI IeKapCTBEHHOM Tepanum anddysHbix ravom (grade 2-4)
1 FIMOHepOoHanbHbIX onyxoseii (grade 3).

Pexxum Cxema nposegeHuns
Temo3onomua’ TeMo3o0/10Mug (B cocTase X/IT) 75 Mr/M? BHYTPb €KeAHEBHO, HaYMHas
C NepBOro AHA 1 Ha NPOTAXeHUM Bcero Kypca /1T
Temosonomug’ Temo3on0Mug 150-200 Mr/M? BHYTPb B 1-5-11 AHW, umkn 28 aHeii (5/23),
6-12 unknoB
PCVv? Jlomyctn 100 Mr/M? BHYTPb B 1-14 ZieHb + BUHKPUCTWH 1,4 Mr/M? B/B B 1-71 11 8-11
AHV + npokap6asuH 6075 Mr/M? BHYTPb B 8-21-i1 AHN, UMKN 6-8 Heaenb
cv JlomycTiH 90 Mr/M? BHYTPb B 1-i1 AA€Hb + BUHKPUCTUH 1,4 Mr/m? B/B B 1-i1
1 8-11 AHW, UMKA 6-8 Hegenb
JlomycTuH JlomycTuH 90-110 Mr/M? BHYTPb B 1-11 AeHb, UMKA 6-8 Hegenb
KapmyctuH Kapmyctuh 200 mr/m? B/B 1-4acoBas MHy3ua B 1-ii AeHb, LKA 6-8 Heaenb
Kapmyctun KapmycTih 80 Mr/m? B/B 30-MUHYTHasA MHY3MA B 1-3-i1 AHW, UMK 6-8 Heaenb
PC Mpokap6asuH 60 Mr/M? BHYTpb B 1-10-i AHW + NoMycTuH 100 Mr/M? BHYTPb

B 1-1 AeHb, UMKA 6-8 Heaenb

TeMo3010MMA + LUCNAATUH Temo3zonomug 150 Mr/m? BHYTpb B 1-5-i1 AHM + umcnaatuH 20 Mr/m?
B/B B 1-5-11 AHW, UWKA 28 AHeit

Temo3onomna +kapbonnatni | Temosonomug 150 Mr/m? BHYTPb B 1-5-i1 AHM + kap6onnaTuH AUC3 B/B B 1-i1
[leHb, LUKA 28 aHen

Temo3zonomug + 6eBauysymab Temo3onomMug, 150-200 Mr/M? BHYTpb B 1-5-i1 AHu + beBaLy3ymab 5-10 Mr/kr
8/B B 1-# 1 15-11 A4HK, UMKA 28 aHen

BeBauu3ymab + 3tonosug Besauu3ymab 5 Mr/kr B/B B 1-11 1 15-11 AHuW + 3Tono3mg 80 mr/M? B/B B 1-5-i1
AHW, UMKA 21 unm 28 fHel

Besalzymab + npuHoTekaH Besau3yma6 5-10 Mr/kr B/B B 1-1 1 15-11 AHU + upuHOTeKaH 125-200 Mr/m?
B/B B 1-¥ 1 15-1 AHK, UMKA 28 aHel

[Jlabpadern6 + TpameTUHNE? Jabpadern6 150 Mr BHYTPb 2 pasa B jeHb eXKeHEBHO + TpaMeTUHMG 2 Mr
BHYTPb 1 pa3 B leHb ee/HeBHO, 10 NPOrPecCpPOBaHA MW HenepeHOU-
MO TOKCUYHOCTM

BemypadeHm6 + kobumetnHnG® | Bemypadenn6 960 Mr BHYTpb 2 pasa B AeHb €XKeAHEBHO + KOBUMETUHUE
60 Mr BHYTpb 1 pa3 B geHb B 1-21-11 AHW Kaxaple 4 Heaenu, A0 NPOrpeccupo-
BaHWA UM HenepeHOCMMON TOKCUYHOCTU

1 CmaHdapmHsili pexxum das acmpoyumapHsix onyxoneli (grade 3-4).
2 CmardapmHbili pexxum 045 acmpoyumapHsix onyxoneli (grade 2-3).
3 fnsonyxoneli c Mymayueli B 2eHe BRAF.

4.3.3.2. MaumneHTaM c omrogeHaporavomoii grade 3 B nocseonepayMoHHOM NepUOAE PEKOMEH/0-
BaHbl JIT u XT (PCV nam MoHOTepanusa TeMO3010MUAOM). JIeYeHMe MOXKHO HauMHaTb Kak ¢ /1T,
Tak v ¢ XT. Mpwn nonHom oTteeTe Ha XT nposeaerune J/IT MoxeT 6bITb OTNIOKEHO B KayecTBe
pesepsa fieYeHna NpuU pasBUTUM peunanea (Tabn. 6).

4.3.3.3. MceBgonporpeccusa. HYepes 2-3 mMecsLia nocne KOM6UHMPoBaHHOM X/1T Ha KOHTPO/IbHbBIX
MPT MOXHO Habto4aTb peHOMEH NCeBAONPOrpeccum ONyxXoan — yBeanyeHne ee KOHTpacTy-
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PYeMOl4 4acTu MpW OTCYTCTBUM HAPACTaHWA HEBPONOTMYECKMX CUMMNTOMOB U NP CTAbU/IbHbIX
po3sax NKC. B gaHHoOM cutyauum pekoMerayetcs M3T ¢ METUOHUHOM/TUPO3UHOM Uan MPT
C KOHTpPaCTMpOBaHMeM Yepes 2 Mecalla, Uau, Npu Heobxogmumoctun, — CTB.

4.3.3.4. Habntogenne. MPT c KOHTpacTUPOBaHWEM B TPEX NMPOEKLMAX B CTaHAAPTHbIX PEXMUMaX —
T1, T2, FLAIR, T1 C TONWMHOW Cpe3a, He NpeBbIlatoLLein 2 MM, BbINOAHAETCA Kaxable 3—4 MecaAua.

4.3.3.5. He6naronpuaTHbie ¢paKTOpbl NPOrHo3a. [MCTON0rMYecKkue XapaKTepPUCTUKN OMYXOU,
BO3pacT cTapuue 70 s1eT, GyHKLMOHaAbHbIN CTATyC No WwKane KapHoBcKkoro Himke 60 %, Heno-
Has pe3eKuMsA OMyX0/n, BbICOKan 3Kcrpeccus reHa MGMT (Maun OTCyTCTBME METUANPOBAHWA
npomMoTopa reHa MGMT), oTcyTcTBMe MyTaLuu B reHax IDHT/IDH2.

4.3.3.6. J/leyeHue peunamneos/nporpeccupoBaHus. [1py BOSHUKHOBEHNM peLnanBa/nporpec-
CMpOBaHWA 3a60/1eBaHNA BOMNPOC O NOBTOPHOM XMPYPryeckoM BMellaTeIbCTBe, NOBTOPHOM
NIT 1 nekapCTBEHHOM Tepanum pellaeTcs HAMBUAYanbHoO (puc. 4). Buasl /1T paccmaTpusaioTcs
B 3aB1CMMOCTU OT XapaKTepa peLynBa — JIOKa/IbHbI B MECTE NePBUYHOM OMyXO/M, OTAANEHHBIN,
AncceMmHaLma no 060104KaM roJI0BHOMO U/UAN CIMHHOTO MO3ra U T. 4., BPEMEHU OT npeblay-
wei /1T, pasmMepa HOBOro oyara. B kayecTBe Tepanuu peKOMeH/A0BaHbl PEXUMbI C BKAIOYEHVEM
6eBaLn3yMaba, cxeMbl C NpenapaTaMm NaaTWHel, a Takxe XT TeMO30/10MIUAO0M B Cly4ae 06 beKTUB-
HOTO OTBETA Ha /IeYeHNe B NePBOI MHMM Tepanuu nam nocse MXT no cxeme PCV/CV (taba. 7).

Tabauua 7. PekoMeHAyeMble peXunMbl /IeKapCTBEHHOM Tepanuu peunanBoB Andy3HbIX rMOM
(grade 3-4) 1 ranoHelipoHanbHbIx onyxoseit (grade 3).

Pexxum Cxema npoBegeHus

TeMo3010MUg, Temo30/10Mug, 150-200 Mr/M? BHYTPb B 1-5-1 AHW, Lvikn 28 AHeit (5/23)

TeM030/10MWA, B METPOHOMHOM pexuMe | TeMo3on0MuA 75 Mr/mM2BHYTPb B 1-7-1 AHW, LMK 14 gHeit

Besauusymab Besauusymab 5-10 mr/kr 8/B B 1-1 1 15-14 AHW, Unkn 28 gHeit

BeBauusymab + TeMo3on10Mug Besauusymab 5-10 mr/kr B/B B 1-# 1 15-i1 AHW + TeMo3010MUy,
150-200 Mr/m? BRYTpb B 1-5-11 AHW, UMKA 28 AHelt

BeBauu3ymab + 10MyCTUH Besauusymab 5-10 Mr/kr B/8 B 1-#, 15-11 1 29-11 AHW + TOMYCTUH
90 Mr/M2 BHYTPb B 1-11 AeHb, LMKA 6 Heaenb

Besauusyma6b 5-10 Mr/kr 8/8 B 1-i4, 15-11, 29- 1 43-11 fHU + oMYy~
CTUH 40 Mr BHYTPb B 1-I4, 8-11, 15- 1 22-14 AHW, LMKA 6 Heaenb

BeBauu3ymab + vpuHOTeKaH Besaumnsymab 5-10 mr/kr B/B B 1-11 1 15- AHV + UPUHOTeKaH
125-200 mMr/m? B/B B 1-11 1 15-1 AHK, uMKA 28 AHel

BeBauun3ymab + kap6onnaTuu Besaumnsyma6 7,5 mMr/kr /8 B 1-i1 aeHb + kapbonnaTui AUCS
B/B B 1-11 AeHb, UmKn 21 AeHb

TeMo30/10MMA + KapboniaTuH Temo3010MuA 150 Mr/M2 BHYTPb B 1-5-11 AHW + Kap6onaaTui AUC3
B/B B 1-11 AieHb, UMKA 28 AHel

PeropadeHn6’ Peropadenn6 160 Mr 1 pa3 B AeHb, BHYTPb, €XeAHEeBHO NPUHUMaTh
3 Hegenu (3aTeM 1 Hegens — nepepbis), 40 NPOrpPeccum Man
HerepeHOCMOI TOKCUYHOCTW, LKA 28 AHelt

1 /lns neqeHus peyuouBoB 21U06AaCMOMbI.
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4.4. Onyxonun cTBO/1a rOIOBHOr0 MO3ra

Mpun y3noBbix popMax onyxonen cTeona Mo3ra, sk3oPUTHOM XapaKTepe pocTa, T.e.
npv MP-npu3HaKax noHON UAN HYaCTUYHOMN OTTPaHUYEHHOCTU OT CTPYKTYP cTBO/Ia (Hanpu-
Mep, MpU MUAOWAHON aCTPOLUTOME) MOKa3aHO yAaNeHUe ONYXOaW UK OTKpbITas 6uoncus.
[llanee, B 3aBMCMMOCTMN OT F’MCTONIOMMYECKOrO AnarHo3a, BO3pacTa v pagnKanbHOCTU yaaneHna
HasHavatTca IT u/van XT. MNpn anddy3HoM xapaKkTepe poCcTa U HEBO3MOXHOCTU BEIMOAHUTD
Aaxe 6MONCHI0 (M3-3a BLICOKOTO PUCKA XMU3HEYTPOXKAKLWMUX OCOKHEHNI) PEKOMEHAOBAHO
BbinonHeHwue MIT-KT ¢ aMUHOKMCNOTaMKN ANA OLLEHKW CTeNeHW aHanaasmm onyxoau. HasHa-
yenune JIT u XT TakuM 601bHBIM NPOBOAUTCA B MHAMBUAYAbHOM MopsajKe. PekoMeHgyeTca
NpVYMeHeHne CTepeoTaKCUYeCKoM TexHKM 0baydeHns go COZ 54 p 3a 30 ppakunii, oTcTynsbl
Ha CTV 1 PTV MUHUMU3NPYIOTCA C y4€TOM MaKCMMaAbHO TOYHOIO ONpejeneHns rpaHu,
OMNyXO0/IN Ha OCHOBAHWW CTPYKTYPHBIX M MeTabosIM4eCKUX METOA0B HellpoBM3yanusaLumu.
[pu 0BEHUNBHBIX TIMOMax YeTBEPOXO/IMHOM NNACTUHKM NOC/e pa3pelleHns rugpouedpanmu
OCYLWeCTBAAETCA PETrYNAPHOE KAUHUYecKoe u MPT-HaboAeHwe (B Clydae NporpeccupoBaHms
OMyX0/IM paccMaTpMBaeTCs BOMPOC 06 yAaNeHUM Onyxoau ¢ nocaegytowei 1T).

4.5. DneHagMMoMa

BbigenatoT Tpy 6uonormyeckmnx noaTuna C y4eTom NoKaansaLunm nepBMYyHOro ovara
M reHeTu4YecKoi abeppaunu:

+ cynpaTeHTopuanbHas aneHauMoMa ¢ ZFTA fusion-positive; cynpaTeHTopuanbHas aneH-
avmMoMma c YAPT fusion-positive;

+  3MNeHAMMOMa 3aAHel YepenHoi aMku rpynnel A (PFA); aneHAMMOMa 3a4Hel YepenHom
AMKW rpynnbl B (PFB);

*  CNUHanbHaA 3neHAMMOMa Cc aMnandukaymen reHa MYCN.

CreneHb aHan/1a3uy OMyxo/iM yCTaHOB/IeHA B KaX/40W HO30/10r M KpoMe « CMMHANbHO 3neHAN-
MOMBI C aMnanduKaLumet reHa MYCN», 3Ta onyxo/ib UMeeT Heb1aronpUATHbBIA MPOFHO3 C BbICOKOM
4aCTOTON BOSHNUKHOBEHUA OTCeBOB, 4TO HeOGXOAMMO Yy4uUTbIBATL NpU Bbl60pe TaKTUKN nevyeHuns.

Beayuwyto ponb B porHose nrpaet xupyprudeckoe yaaneHue. [1pn ToTanbHOM yAaneHum
sneHanMoMmsbl grade 1 pekoMeHgyeTca HabaogeHmne. Tpy yCTaHOBAEHUM MarHO3a SNeHANMOMbI
grade 2 unv grade 3 B nocneonepaLyMoHHOM nepuoze BbinoaHAeTCcA MPT roN0BHOIO M CNIMHHOTO
MO3ra C KOHTPaCTUPOBaAHMEM C Lie/Ibio BbIAB/EHUA BO3MOXHbIX CybapaxHOMAanbHbIX MeTacTa-
30B 1 UCCNEA0BAHME CTUMHHOMO3rOBOW XUAKOCTU Ha OMYX0/eBble KNETKU (He paHee 2 Hegesb
nocse onepauun) (puc. 5).

[pun HepaAVKanbHOM yaneHuu asneHaMMomsl grade 2 unm sneHgmumome grade 3 nposoanTCA
NT1,8-2T1p o COA 54 I'p nan runodpakumoHunpoarme 3-5 ppakuyuin go COA 18-25 p. MNpu BbI-
ABNEHUW MeTacTasnposanusa (Mo gaHHeiM MPT uau aHannsa amksopa) nposogutcs KCO 36 Ip
c PO/ 1,8 Ip. Mpu BbIABAEHUM OMYXO/IN B CMUHHOM MO3re BbINo/iHAeTCcA BycT-Tepanus Ao 45—
59,4 Ip. MNpun aneHANMOME C N0KanM3aLmein B CMIMHHOM MO3re U HEMOIHOW pe3eKunn onyxonm
BbinonHaetca 1T COZ 45 p. BosmoxeH 6yct go COZ 50,4-59,4 Tp. Mpu Heb6o/bWOM 06beMe
1 NOKaNbHOM GOPMeE OMyX0/IM BOIMOXKHA CTepeoTakcuueckas paanoxupyprus 40 14-20 Ip. (puc. 5).
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XT Ha3HavyaeTCsA NauneHTaMm C aneHgMMomMoin grade 3 1 MOXKeT peKOMEHA0BaTbCA B Clyyae
peuunamsa aneHanuMoMsl grade 2 (puc. 5), Aae NpW OTCYTCTBUM 3/10Ka4eCTBEHHON TpaHchop-
MaLuM Mo AaHHBIM MOBTOPHOMO FMCTONOMUYECKOro ccaesoBaHus (Taba. 8).

KoHTponbHble 06cnegoBanuns (MPT rosloBHOro 1 BCEro CIMHHOIO MO3ra C KOHTPACTUPO-
BaHWEM W KAUHUYecKoe o6cnefoBanme) BoinonHaeTca 1 pas B 3—4 MecaAua Ha NpOTAKEHNUM
nepBbiX 2 fieT HablOAeHWA, 3aTeM, NPU OTCYTCTBUU AAHHbIX 3@ NpOrpeccupoBaHune, —
He pexe 1 pa3aB 6 MecALeB B TeyeHne caegyowmx 2 neT, 3ateM — 1 pa3 B ro4 UAM Npu NosaB-
NIEHUN HEBPONOTrMYeCKMX CUMNTOMOB. B cnyyYae nporpeccupoBaHuna B BUAE CONNTAPHOTO
oy4ara paccMaTpuBaeTCs BOMPOC O NOBTOPHOM onepauuun uan, npm Hebonblimx pasmepax
peunanBa, — 0 pajUOXUPYPrUYECKOM IeYEHUMN.

Ta6nunuya 8. PekoMeHzyeMble PeXUMbl IeKapCTBEHHO Tepanum 3neHAMMOoM.

Pexxum Cxema nposegeHus

Kap6onnatuH Kap6onnatut 100 Mr/M2B/B B 1-5- AHW, umkn 28-35 AHelt

Lincnnatux Lucnnatvu 80 Mr/m? B/B B 1-i1 AeHb, UMKA 21 AeHb

Temo3010MMA Temo3onomug 150-200 Mr/mM? BHYTpb B 1-5-i4 AHW, LMKA 28 AHelt

3TON03MnA 37ono3ung 50-100 Mr/m? BHYTpb UM B/B B 1-5- AHW, LMKA
21-28 pHen

LiucnnaTtvH + 3Tono3ug, Lincnnatun 25 Mr/m? B/B B 1-4-11 HKW + 3Tono3ug 80 mr/m? B/B

B 1-4-11 aHW, UumKA 21 feHb

Lincnnatuh +sTonosug +ndochamug, Uucnnatun 20 Mr/m? B/B B 1-5-11 AHK + 3TON03mMg 75 Mr/m? B/B
B 1-5-1 AHK + udocdpammng 750-1200 mr/m? (+ mecHa') B/B B 1-i1,
3-1, 5-1 AHW, UnKn 28 aHel

Kap6oniaTuH +3Tono3ung + BUHKPUCTUH Kap6onnatuH 300 Mr/mM? B/B 1 4ac B 1-i AeHb + 3TOMO3UA

140 Mr/m2 8/8 30 MUH. B 1-3-11 AHW + BUHKPUCTUH 1,4 Mr/m?
B/B B 1-11 1 8-11 AHW, UMKA 28 AHeN, 4—6 UMKIOB B 3aBUCMMOCTYU
OT NepeHOCUMOCTH

TeM030/10MUA + lanaTUHUG Temo3zon0oMug 150 Mr/m2 BHYTpb B 1-7-11 1 15-21-i4 AHW, LUK
28 pHeit + nanaTuHWG? 1250 Mr BHYTPb 1 pas B CyTKM eeiHeBHO
/.0 NPOrpPeCccMpoBaHNA UAW HeNepeHOCMMON TOKCUYHOCTH

Temo3on0Mug + 6eBaLyyMab Temosonomung 150-200 Mr/m? BHYTpb B 1-5-11 AHU + 6eBauu3y-
Mab6 5-10 Mr/kr B/B B 1-i 1 15- AHW, umkn 28 gHeit

1 MecHanpumeHsemcs B cymoyHoli dose, pasHoli 100 % om do3bl ugpocgpamuda u pazdeneHHol Ha mpu BBe-
deHus B medeHue OHA (8 npouyeHmHoM coomHoweruu 20%, 20%, 60%): HenocpedcmaeHHo neped BBedeHueM
ugocpamuda u danee yepes 4 u 8 yacos nocne Ha4ana €20 UHPy3uu.

2 [lo peweHuro KoHcunuyma npu peyuduse (BOIMOXHO BMOPUYHOM peyuduse, Kozda Bce dpyaue onyuu
ucqepnatbi).

4.6. NMepBuyHas amm¢oma LLHC

Mopdonorunyeckn 6onee yem B 90% cayyaeB npeacTaneHa andPysHoi B-knetou-
HOM IMMPOMOIA, OAHAKO BCTPEYAOTCA BCe GOPMbl HEXOAKKUHCKUX TMMPOM (T-KneTouHas,
BHYTPUCOCYAMUCTas KpynHokaeTouyHas, MALT-numMboma TBepAOi MO3roBOi 060/104KM).
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MeTogoM ycTaHoBaeHuA gnarHosa ammepomsbl apnaetca CTE. OTKpbiTaa onepayna BbINo-
HAGTCA NPU COCTOAHUAX, YTPOXKAOWNX MU3IHU NaLNEeHTOB, K HEBO3MOXHOCTUN NPONU3BECTU
CTb. Ncnonb3osaTk NKC a0 onepauun He pekoMeHayeTcA. PeKoMeHAyeTCA NPOBOAUTL
MNI'X co cnepytowmmmn aHtutenamm: CD45, CD20, CD79a, MUMT, BCL-2, BCL-6. lNpwn obuiem
cocToAHUM no wkane KapHosckoro > 50%, coxpaHHOM YHKL MM MeYeHN K NoYeK, Bo3pacTe
He cTapuwe 65 sieT MeToz0M Bbibopa AiBnsAeTcA XT Ha OCHOBE BbICOKOA03HOrO MeTOTpeKcaTa.
MpY KOCTVIKEHUM MOJIHOTO UM YAaCTUYHOTO OTBeTa nocie 4 umknos MXT (MeToTpeKcaT + geKca-
MeTa30H + TeM030/10MUNA + PMTyKCMMaG) nauneHTbl NoNy4aroT AOI‘IOHHI/ITEI'IbeIﬁ KYPC BbICOKUX
403 MeToTpekcarta (18BeaeHue) natc 1kypc TeMoszonomuaa. Janee, yepes 3-5 Hegenb 60b-
HbIM MPOBOAUTCA Tepanus 3TOMNO3MAOM C UMTapabuHom (Tab. 9), NoC/e Yero BLINOAHAETCA
MPT ronoBHOro Mo3ra Kaxgble 2 Mecsl,a B Te4eHne NepBOro roja, 3atem Kaxaole 4 mecaua
B TeyeHue 2 1 3 neT. HaunHana ¢ 3,5 neT MPT Ha3HavaeTcs Kaxable 6 MecaueBs. MNayneHTam
cTapue 65 1eT M/Uau Npu HU3KOM GYHKLMOHaNbHOM cTaTyce (< 60 % no wkane KapHoBCKOro)
peKoOMeH/l0BaHO NpUMeHeHWe B NePBOI IMHUM TEMO30/10MMAa B pexume 5/23.

Ta6auua 9. PekomeHyeMble peXKMMbl IeKapCTBEHHOW Tepanumn nNepBuyHoOl IMMGOMBI.

Pexxum CxeMma nposegeHus

MeToTpekcaT + AeKca- MeToTpekcat 3000-8000 Mr/m? B/B 24-4acoBas UHGy3us 1 pa3 B 14 aHeld, B 1-i
MeTa3OoH + TeM030/10- AeHb, 7 BBEAEHWI (+Kanbuma GoamHat 0,5 Mr/Kr B/B Kaxable 6 4acos, HaYnHas
MW, + pUTYKCMab yepes 24 Yaca noc/ie BBeAeHUA MeTOTPeKcaTa U Moy, KOHTPOIEM CHUMEHUA ero

KOHLEHTpaLM B KPOBY, BO 2-i ieHb) + jeKcameTasoH 8 Mr/cyT. B/8 B 1-3-1

[HV + TeMo30/10MUA 150 Mr/M? BHYTPb B 7-11-1 AHW, UMKA 28 AHel, 4 umKia + pu-
TyKcuMab 375 Mr/m? B/8 1 pas B 7 AHelt, B 3-11 AeHb, 6 BBeAeHWN (Mpy B-kneTo4HOM
CD20 no3uTMBHOM MMPOME).

3TON03MA + uMTapabuH | 3tonosna 5 Mr/kr kaxasle 12 yacos, 8 403, HenpepbiBHas B/B MHPY3UA B 1-4 AHM
(o6was Ao3a 40 Mr/kr 3a 96 4acos MHY3WK) + umTapabut 2000 Mr/m2 2-x yacosast
B/B MHY3UA, Kawable 12 4acos, 8 403, B 1-4 Axw (06was fo3a 16000 Mr/M?)

Temo3010MU1A Temo3o0Mug 150-200 Mr/M? BHYTPb B 1-5-11 AHW, umkn 28 pHeit (5/23)
Temozonomng + Temo3onomna 150 Mr/m? BHYTpb B 1-5-i H1 + puTyKcrmab 375 mr/m? B/B B 6-i1
pUTYKCMMab AeHb LKA 28 aHelt (npu B-knetouron CD20 no3uTuBHOM MMdome)

BapuaHTOoM nposeseHna BbICOKOA03HOM XT MeTOTpeKcaToM ABNARTCA BHyTpMapTepuanbHan
XT c BpeMeHHbIM OTKPbITMEM reMaTOdHLUedpanyeckoro 6apbepa. Y MONOAbIX NaLMEHTOB pac-
CMaTpuBaeTCA MeTO/A BblCOKOA03HOM XT Ha OCHOBe MeTOoTpeKcaTa C nepecajKol CTBONOBbIX
KNeToK KpoBu. [pu NOHOM OTBeTe, COXPaHAIOLLEMCA B Te4YeHWe roja C MOMeHTa BepuduKaLmm
AnarHosa, nauuneHT ocTaeTca nog HabatogernmeM. Mpu HenosHOM oTBeTe NokasaHa JIT Bcero
roNoBHOro Mo3ra B go3e 36 Ip (20 dpakyuii no 1,8 Tp) c nocnegytowmm nposeseHnem MpT
C KOHTpacTMpOBaHWeM U Npu HeobxoAMMOCTH ¢ fobaBneHnem bycta o CO/ 45 Ip Ha coxpa-
HAIOWMICA O4ar KOHTpacTUpoBaHus (puc. 6,7). Mpu AMMdOMe r1asa BeINONHAETCA UHTPaBUT-
peanbHoe BBeAeHWe MeToTpeKkcaTa u/uam 1T rnasHoro s6aoka (20 dparuuii no 1,8 [p), a Takke
HasHayeHue neHannaomMmuza. Npu TAXKENOM COCTOAHUM NaLMeHTa M 0TKase B NposeAeHun XT
MOXeT NpoBOANTLCA runodpakumornmposaHHas /1T go CO/A 15-20 Tp.
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4.7. NepBUYHbIE repMUHOreHHbIe (FepMUHATUBHO-K/IETOUHbIE) ONYXO0/M

BcTpeyvatoTca npenMylLeCcTBEHHO B 4@TCKOM 1 MOI0/0M BO3pacTe 1 XapaKTepusytoTca
BbICOKOW Y4yBCTBUTENbHOCTbIO K /1T 1 XT. BbigenAloT «4NCTYI0» FEPMUHOMY U HEFrePMUHOTEeH-
Hble FePMUHATUBHO-K/IETOYHbIE OMYX0/MN (3MEPUOHANbHAA KAPLMHOMA, OMYX0J/ib ENTOYHOIo
MellKa, XOPUOKapLMHOMa, TepaToMa (3penas, He3pesas, TepaToOMa CO 3/10Ka4eCTBEHHOM
TpaHchopMaLmeit)), CMelaHHbIe FePMUHATUBHO-KAETOUHbIE OMYXOM.

4.7.1. AnarHocTuka. MPT ro/JloBHOro 1 CMIMHHOMO MO3ra C KOHTpacTupoBaHueM; B-XIY, A®r, PLAP
(nnaueHTapHas LL®) B KPOBM U CTMHHOMO3rOBOM XUAKOCTY. MPU NOPaXKEHUM XMa3ManbHO-
CeNNspHOM 061aCTU UCCNAYIOTCSA FOPMOHBI rMnodu3a.

4.7.2. Neyenue. Mpy NOBbILEHUM OAHOTO UK 060MX Mapkepos (B-XIY — 6onee 5 BIH, A®M —
6onee 2 BIH) npoBoaaT XT 6e3 rucTosornyeckoil BepudMKaLmm onyxonm ¢ nocaesyolwmm
06/1y4EHNEM KENYL04KOBOW CUCTEMBI (4O YPOBHA 2-TO WeiHOro nossoxka) PO/ 1,8-2rp,
COJ, 24 Tp (Npu OTCYTCTBMM METACTa3MpOBaHWA MO 060/104KaM CMIMHHOTO MO3ra) ¢ 6yCTOM
Ha ocTaTouHyto onyxosb 4o CO/J, 30-45 Ip (taba. 10).

B ciiyyae noAo3peHus Ha 0CTaTOUHYI0 ONyxo/b (BeposTHee BCEro — HerepMmHoO-
reHHyto) g4o /1T pewaeTcs BONPOC O €€ XUPYPruyecKom yaaneHum. Npu HopMabHbIX
YPOBHAX MapKepoB noka3aHa 6uoncua onyxonu. MNpu Heo6XoAMMOCTU pelaeTca
BOMPOC O IMKBOPOLWYHTUPYIOLLEl onepaumu.

Ta6auua 10. Pexkm nekapcTBEHHO Tepanunmn repMUHaTUBHO-KNETOUHBIX OMYXONeN.

Pexum Cxema nposegeHus

«Yucras» repMmHoma

EP 31onosung 100 mMr/m? /B 40-MuHyTHas UHY3UsA B 1-5-i AHK + uucnaatuH 20 Mr/M? B/B
T-vacoBas UHY3MA B 1-5- AHK, unkn 21 aeHb

3Tono3ua 80 Mr/M?8/8 B 1-4-i1 iHU + UMcnAaTUH 25 Mr/mM?8/B B 1-4-i1 aHK, unkn 21 geHb

HerepMVIHOFEHHbIe onyxonu

PEI Lincnnatu 20 mMr/m? B/B 1-4acoBas UHY3ua B 1-5-i1 gHKM +3Tono3mng 75 mr/m? B/ 40-Mu-
HyTHas MHQY3us B 1-5-1 AHW + upocpamng 1200 mr/m? /B 1-4acosas uHdysus (+ MecHa')
B 1-5-1 AHn, uukn 21 gexb

1 MecHanpumeHsemcs 8 cymoyHoli 0o3e, pasHol 100 % om 0o3bl upocamuda u pazdesneHHol Ha mpu Bee-
deHus B meyeHue OHS (B npoyeHmHom coomuoweHuu 20%, 20%, 60%): HenocpedcmaeHHo neped BBedeHUeM
ugpocamuda u dasee yepes 4 u 8 yacos nocse Hayana €20 UHPy3uU.

YpoBeHb Mapkepos A®TI, B-XI'Y nccnepyertca nepes HavyanoMm Kaxaoro uukna. Mocne
Ka)AblX 2 LMKNOB BbiNoAHAeTCA MPT ro0BHOrO U CMMHHOIO MO3ra C KOHTPAaCTUPOBaHMUEM.
Jo Hayana nevyeHna y pepTUIbHBIX MYXKUYUH pEKOMEHAYyeTCA 06CyANUTb BOMPOC O KPUOKOH-
cepBaLUy CNEpMbI.

4.7.3. Habnoaenue. MPT ro/1I0BHOro 1 CMMHHOTO MO3ra BbIMOJHAETCA KakAble 3 MecALa B Teye-

HWe NepBOro roja, 3aTeM — Kaxzble 6 MecALEeB B Te4eHue ABYX /ieT, 3aTeM — 1 pa3 B rog

WM NPU NOABJEHUM HEBPOIOMUYECKUX CUMMTOMOB.
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4.7.4. lNpun peunanBax «4UCTbIX» FePMUHOM PEKOMEHAYETCA NPUMEHEHNE XMPYPrUYeCKoro BMe-
WaTeNbCTBA, /I0KanbHOro ob6ayverHuns nam KCO, noamxmmMmoTepanmm, BbICOKOAO3HOW XT
C ayTONOTMYHON NepecasKoi reMono3TUYeCKMX CTBO/IOBbIX KNeTOK.

4.8. MeHMHruoma

Llenbto XMpypru4ecKoro 1e4eHna MEHMHIMOM ABAAEGTCA MAaKCMMaNbHO PajnKanbHoe yaa-
neHve onyxonu. Mpu HepaAMKanbHOM yAaneHun MeHuHrnomsl (grade 1) pekomerayetcs /1T
cPOA1,8-2,0Tp no COA50-54Tp; cPOA7,5Tp ao COA22,5Tp; cPOAS5,5Tp ao COA27,5Tp
WUAKN CTepeTakcuyeckol paguoxupyprum go CO/Jl 14-16 Ip. Y nayneHToB C MEHUHIMOMON
grade 2 pekomeHgyetca 1T c PO/ 1,8-2 Tp fo CO/l 54-60 I'p uan runodppakumornHan 1T/ cTe-
peoTakcuyeckan paguoxupyprus. lNpu meHnHruome grade 3 Boinonxsetcs /1T ¢ PO/ 1,8 Ip
0 CO/A 59,4-60 'p, BO3IMOXHO pagMoOXUpypruyeckoe n runoppakLMoHMpoBaHHOe 061y4eHme.
Bo Bcex cnyvaax GTV BK/AOYaeT KOHTPACTUPYeMYto HaCTb ONYXOAN MU rMnepocTaTuyeckme
M3MeHeHus, Bonpoc 06 061y4eHUN «AypanbHOro XBoCTa» pellaeTca UHANBMUAYaNbHO. [pu Me-
HuUHrMoMax grade 2-3 B GTV BK/tOYaeTCsA 10XKe y4aNeHHON ONyxo/n. B cayyasx MEHUHTMOMBI
grade 3 BO3MOXHO nposegeHue XT (Ta6a. 11).

Ta6aunuya 11. PekoMeHAyeMble peXMMbl IeKapCTBEHHO Tepanumn Npy aHanNacTU4eckom
MEHUHIUOMe W/WUAN NPU arpecCMBHOM Te4eHUM MEHUHIMOMbI grade 1-2.

Pexum Cxema nposegeHus

BeBauu3ymab + cyHuTH1G besauusymab 5 Mr/kr 8/8 B 1-1 1 15-1 AHW + CYHUTUHMG 50 Mr/CyT. BHYTPb
B 1-28-11 AHW, UMKA 6 Hegenb

BeBauusymab BeBauwm3yma6 5-10 mMr/kr B/B B 1-4 1 15-I1 AHW, UWKA 28 aHel

Besalsymab + sseponnmyc Beauusymab 5-10 mr/kr 8/8 B 1- 1 15-i AHW, UMKA 28 AHeit + 3Beponu-

Myc 5-10 Mr BHYTpb 1 pa3 B CyTKU eXKejHeBHO /0 NPOrpecCcnpoBaHns
1IN HENepPeHOCMMON TOKCUYHOCTH

CyHUTUHUE CyHWUTUHMG 50 Mr BHYTpb 1 pa3 B CyTKM exesHeBHO B 1-28-i1 AHW LyKnA,
6 Hezenb

4.9. OM6puoHansHbie onyxonu (grade 4): Mmegynnobnacroma (4 6uo-
norvyecKux NoATMNAa); aTUNUYHas TepatomaHasn/pabgongHas ony-
X0nb; KpM6pudopMHan HelpoanuTennanbHas onyxob (grade He ycTa-
HOBJIeH); 3M6pUOHa/IbHAA OMYX0/b C MHOFOC/OMHBIMU PO3ETKaMu;
Heupobnactoma LUHC c akTusaumeii rena FOXR2; onyxonb LIHC c BHY-
TPeHHel TaHAEMHOM AynanKaumeii reHa BCOR (grade He ycTaHOBAEH)

4.9.1. AinarHocTuka. MPT rosloBHOrO U CMMHHOTO MO3ra C KOHTpacTMpoBaHueM. LinTonormnyeckoe
nccneaoBaHue AnKBopa. MauneHTsl ¢ SM6pUOHabHbIMK onyxoaamu LIHC MoryT umeTs Hacnes-
CTBEHHbIV OHKO/IOTMYECKMIA CUHAPOM (CUHAPOM [OP/IMHA MM CUHAPOM JTn-DpayMeHn) U HYAATbCA
B reHeTU4ECKOM KOHCYIbTUpOBaHUK. Micnonb3yetcs knaccudmkaums TM (C. Chang) (taba. 12).
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Tabaunua 12. Knaccudurkauma megyanobnactom no C. Chang (1969 r.).

Kareropum T, M | Xapaktepucruka

T Onyxonb MeHee 3 CM B AvaMeTpe, pacnoaaraeTca B Npejenax Yepea MO3xeuka, Kpbiwm [V
HeNy/104Ka, NO/yLapuii Mo3xe Ka

T2 Onyxonb 6onee 3 cM B AMaMeTpe, NPOPACTaeT B COCEAHNE CTPYKTYPbI MU HaCTUYHO
3anosiHAeT |V xenyfo4eK roNoBHOro Mo3sra

T3A Onyxonb 6onee 3 cM B AameTpe, NPOpacTaeT B ABe COCeAHNE CTPYKTYPbl AV NOAHOCTbIO
3aMo/HAET YeTBEPTbIN Xe/y04eK C pacnpoCTpaHeHMeM Ha BOJOMPOBO/, OTBepPCTHE
MaraHam nam oteepcTue JIoLLKa, YTO NPUBOANT K BbIPaXEHHON BHYTPeHHel ruapotedaniu

T3B Onyxonb 6onee 3 cM B AnamMeTpe, BO3HUKaIOWLAA U3 [iHA HETBEPTOrO Xe/lyAouKa UK CTBO-
Na FO/I0BHOTO MO3ra 1 3aM0/HALLAA YeTBEPTbIN XeNyA04eK

T4 Onyxonb 6osiee 3 cM B AnaMeTpe, KOTOPas Bbi3bIBAET rMAPOLLEPaNMIO 3a CHET NePeKPbITUA
nyTemn oTTOKa MKBOpa (160 BOAOMPOBOAA MO3ra, M60 OTBEPCTUIA JTOWKa 1 MaxaHaw)
1 npopacTaeT B CTBOA MO3ra

MO Het meTacTasmposaHua

M1 B MKBOpeE NPy MUKPOCKOMMYECKOM CCNeA0BaHN ONPeAeNstoTCA OMyXo/ieBble KNeTKN

M2 MeTacTasbl B npezeniax CybapaxHouAaIbHOro MpocTpaHcTBa Il v 1V yenyA04KOB rosIoBHOTO Mo3ra

M3 MeTacTasbl B cybapaxHOWUAaIbHOM NPOCTPAHCTBE CMIMHHOTO MO3ra

M4 MeTacTasbl 3a Npe/esaMn LLeHTPaNbHON HEPBHOW CUCTEMbI

4.9.2. JleyeHue. PaAMKaI‘IbHaH XUpypruyecKkana pesekuma conpaxxeHa ¢ Ay4wmnM nNporHo3om.
I'Ipm HeO6XOAI/IMOCTVI B nocseonepaunoHHOM nepunoe BbiMONHAETCA BEHTPUKY/1ONEepUTOHE-

anbHOe WYHTUPOBaHMe, OAHAKO CeAyeT MOMHNTL O BO3MOXHOCTM IMKBOPHOIO MeTacTasu-
poBaHuA B 6pioLLHYtO Mon0CTb. MPT cMMHHOMO MO3ra, eCv OHa He BbIMO/IHEHA A0 OnepaLmu,
PeKOMeH/10BaHO BbIMONHWTL He paHee YeM yepes 2-3 Hejienn Noc/e onepaLmi, 4Tobbl n3bexaTsb
MOCTXMUPYPruyecknx apTepakTos.

Mocne onepauuu naumeHTam ctapwe 18 net nposogutca 1T (KCO ¢ PO/ 1,8-2 Tp u CO/

40 35 [P C ZOMNOSHUTENbHBIM BYCTOM Ha /103Ke onyxoaun go 55 Ip). Mocae /IT nposogutca XT
(ta6n.13). BceM nauuneHTam nposoanTcs XT. MPT ro/10BHOrO M CMUHHOTO MO3ra C KOHTPacTu-
poBaHMeM BbINMONHAGTCA KaXAble 2 LiMKAa Tepanuun. B cnyvae octatoyHowm onyxoam nocnae 1-n
NHnmn Tepanum BbinonHaetca NMIT-KT ¢ METUOHMHOM/TUPO3MHOM 1 NpU COXpaHeHnn MeTabo-

JINYECKOM aKTUBHOCTU onyxoan npojo/nKaeTca fie4eHne C BOSMOXHbIM U3MEHEeHNEM CXeM XT

n/unn ncnonbsosanunem /T B pexmmax paAnoxvupyprv Uan runodpakLMOHMpOBaHUS.

Ta6auya 13. PekoMeHAyeMble PeXMMbl IeKapCTBEHHOM Tepanum Meayn1061acToMbl.

Pexxum Cxema nposegeHuns

LincnaaTtvH + 3Tono- Lncnnatux 25 Mr/M? 8/8 B 1-4-i1 AHW + 3TON0314 80 Mr/M? B/B B 1-4-11 fiHM

314 + unknopochammng + umknodpocdamug 600 Mr/m? B/B B 4- AeHb, UMK 4-6 Hefenb, 6 LMKIOB

LucnaaTtuu + 3Tono- Lincnnatud 20 mr/m? /B 1-5-1 gHu + 3Tonosug 80 mr/m? B/B B 1-5-i1

3ua +upochammg AHU + ndocdamug 1500 Mr/m? (+ mecHa') B/8 B 11, 3-11, 5-11 AHW, UnKA
21-28 aHeit (B 3aBUCUMOCTY OT NEPEHOCUMOCTH), 4—6 LUK/IOB
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Pexxum Cxema nposegeHus
Lncnnatux + nomy- Lumcnnatun 70 Mr/m? 6-vacosas B/B uHey3us (kapbonnatux 400 Mr/m2 8/B
CTUH + BUHKPUCTUH 1-yacoBas WHyY3MA) B 1-i1 AeHb + OMYCTUH 75 Mr/M2 BHYTPb B 1-i1 AeHb

+BUHKPUCTUH 1,5 Mr/M? (MakcuManbHas CyMMapHas o3a 2 Mr) B/B B 1-i, 8-it
1 15-1 aHK, unkn 41 geHb, 8 UMKIOB

BucMopgern6? Bucmogern6 150 Mr 1 pas B AeHb, BHYTPb, €KeAHEBHO /0 NPOrpeccu nam
HernepeHOCHMON TOKCUYHOCTH, LKA 28 AHel (80 26 LyKIoB)

1 MecHa npumeHsemcs 8 cymoyHoli 0o3e, pasHol 100 % om 0o3bl upocamuda u pazdesneHHol Ha mpu Bee-

deHus B meyeHue OHS (B npoyeHmHom coomuoweHuu 20%, 20%, 60%): HenocpedcmaeHHo neped BBedeHueM
ugocpamuda u danee yepes 4 u 8 yacos nocne Ha4ana €20 UHPy3uu.
2

lpu akmusayuu SHH nymu.
OM6pMOHabHbIE ONYXOAW CyNpaTeHTOPMabHON N0KaAU3aL MK, Takne Kak HeiipobaacToma
VAW raHrAnoHenpobnactoma, y nauneHToB cTapwe 18 neT BCcTpevatoTca peAKo. B Hosoi
knaccuoukauum (BO3 2021 r1.) B pazgene «/lpyrue sM6pMOHa/bHbIE OMYXONU» MOABUANUCD
Cpasy TpU HOBbI€ HO30/10TUK:

1. KpnbpudopMHas HeilpoanuUTeananbHas onyxosb (0603HaueHa KaK «BPeMEHHas eAnHULA).
2. Onyxonb LUHC c BHyTpeHHell TaHAeMHON AynankaLumnei rena BCOR.
3. Henpobnactoma LUHC c akTmBaumeit reHa FOXR2.

McyesHyBlume raHrimoHeripobaactomsl LLHC Bowsin B coctas rpynnsl «Helpo6aactoma LIHC,
c akTuBaumel reHa FOXR2». MocKobKy BCe IMOPUOHas/IbHbIE ONyXonn UMetoT grade 4, Kpome
«KpnbpudopMHoIi HelipoanuTenanbHoi onyxonn (BpeMeHHas eanHnua)» u «Onyxoau LLHC
CBHYTPeHHel TaHAeMHOW gynankaumei reHa BCOR», npy KOTOPbIX CTeNeHb aHamnaasuu elle He onpe-
Ae/IeHa, naymneHTam B 0643aTe/IbHOM NOPAZAKe HEO6X0AMMO NPOBOAUTL JIT n XT (Taba. 14, puc. 8).

Ta6auua 14. PekoMeHayeMble peXUMbl 1eKapCTBEHHOM Tepanuu
Helipo621acTOMbI/raHr NMoHepo61acToMsl.

Pexxum Cxema nposeaeHus
Temo3on0Mung Temozonomug 150-200 Mr/mM? BHYTPb B 1-5-11 AHW, LMK 28 aHelt
Kap6onnaTuH +3Tonosng, Kap6onnatuH 200 mr/m? B/ 1-4acosas nHdy3ua B 1-3-it gHn

+310n0314 150 Mr/M? B/B 30-MUHYTHaA MHY3MA B 1-3-11 AHW, LMK
21 peHb, 4-6 UMKNOB B 3aBUCUMOCTM OT NEPEHOCUMOCTH

Uncnnatuk +3T0N031A Limcnnatuh 40 mMr/m? /B 1-4acoBas UHGy3us B 1-3-11 AHM
+3T0N031A 120 Mr/m? B/B 30-MUHYTHaA MHY3MA B 1-3-11 AHW, LKA
21 AeHb, 4-6 LMKNOB B 3aBUCMMOCTM OT NEPEHOCUMOCTMN

Besal3ymab + MpnHoTeKaH Besauusymab 5-10 mMr/kr 8/8 B 1-# 1 15-/ AHW + MPUHOTeKaH
125-200 mr/m? B/B B 1-11 1 15-11 4HK, UMK 28 AHe

Uncnnatuk +3Tonosug + npocdammg Uncnnatun 20 mr/m? B/B B 1-5-1 AHW + 3Tono3wga 75 Mr/m? B/B
1-5-11 AHu + udocdammg 750-1200 Mr/m? (+ mecHa') /B B 1-11, 3-1
1 5-1 gHw, umkn 28 gHen

1 MecHanpumeHsemcs 8 cymoyHoli 0o3e, pasHol 100 % om 003bl upocamuda u pazdesneHHol Ha mpu Bee-

deHus B meyeHue OHS (B npoyeHmHom coomuoweHuu 20%, 20%, 60%): HenocpedcmaeHHo neped BBedeHUeM
ugpocpamuda u 0asee yepes 4 u 8 4yacos nocne Hayana €20 UHPy3uu.

3/IOKAYECTBEHHbBIE ONYXO0/N ToM/vol. 13 #3s2 + 2023 MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KAMHUYECKOI OHKONOT K Russian Society of Clinical Oncology



142 MpaKkTnyeckne peKoMeHAaunm RUSSCO

4.9.3. Habnogenune. MPT rosioBHOrO U CMMHHOIO MO3ra C KOHTPACTUPOBAHMEM BbIMO/HAETCA
Kaxgble 3—4 MecsALa B Te4eHMe NepBbIX 2 N1eT, 3aTeM — Kawjble 6 MecALeB B TeveHue 3-ro
1 4-ro ropos, 3ateM — 1 pas B ro/ Win Npu NOABAEHUN HEBPOJIOTMYECKUX CUMMTOMOB.

4.10. OnyXx0/u WUIWKOBUAHOMN }Kenesbl: nMHeounToMa (grade 1);
NMHea/bHadA NapeHXMMaToO3HasA ONyXo/b NPOMeXyTouHou Audde-
peHuupoeku (grade 2-3); nanunnapHas onyxo/ib NMHeaNnbHOMU
o6nactu (grade 2-3); nuHeo6aacToma (grade 4); gecMonnacTuuve-
CKaA MUKCcoOUAHaA onyxoab nUHeanbHoM o6aacTu ¢ MyTaqueﬁ BreHe
SMARCB1 (grade He ycTaHOB/IEeH)

TaKTuKa NevyeHna oNyxonen WUIKOBMUAHON Xenesbl 3aBUCUT OT CTEMEHM UX aHaniasnm
1 61010rNYeCKOro NoBeAeHNA.

MuueoumnToma grade 1 TpebyeT TONLKO XUPYPrUYeCKOro NeveHuns. Y nauMeHToB C MMHea b-
HOM MapeHX1MaTO3HOM OMyX0/bio NPOMEeXyYTOoUHOM AuddepeHuymposkm (grade 2) n nanua-
NAPHOI ONYyXOAbto MMHEaNbHOW o6aacTu grade 2 NpU OTCYTCTBUM AUCCEMUHALMM ONYXOAN
no cybapaxHouAanbHbIM MPOCTpaHCTBaM NpoBoANTCA JIT Ha N0XKe yaaneHHOW onyXonu.
MauneHTaM c NMHeabHON NapeHXMMaTO3HOM ONYXO0/1bio MPOMEXYTOUYHOM AndPepeHLnpoBKM
(grade 3) v nanuanapHoi onyxoabto NMHeanbHo o6aactym grade 3 BuinoaHaetca /1T Ha oXKe
OMYXOAU M BECb CIUHHOM MO3T, a 3aTeM — XT. Pexumbl /1T, XT 1 ocobeHHOCTM HabatoAeHUs
aHa/IorMYHbI TAKOBBIM NPU 3MEHAUMOME U 3MEPUOHAbHBIX ONyXxoasx (Ta6a. 8,13, 14). Y ocnab-
NIeHHbIX MaLMeHTOB CO 3/10Ka4eCTBEHHbIMU OMYXONAMU NMHEaIbHON 061aCTU Ie4eHne MOXeT
6bi1Tb HavaTo ¢ XT c nocneayowmnm MPT-KOHTPO/1eM FOJIOBHOTO U CMIUHHOTO MO3ra nocae 2-X
nan 4-x umknos XT c nnaHnposaHuem J1T.
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AJITOPUTMbI IEMEHUNA BOJIbHbIX C ONMYXONAMU LLHC

> ToTanbHas Het Ha6nogexvne MPT
pesekuus 1pa3s B 3-6 mecAues
daKTOpbl BLICOKOTO pUCKa PaHHero peLuamBa:
Andoysran »| BO3pacT >40 net, pasmep onyxonm 6onee
r’:”g”g 7| 60 MM, HeBpONOrUUECKMit AepULMT, NOpasKe-
grade HUWe ABYX A0/l UM MO30/IUCTOrO Tena

CTB, otkpbiTan
> 6uoncusn, —VIL,—V
4YacTU4HOE uaun
cybToTanbHoe AT=XT
yAanexve

»
!

PucyHok 2. AnropuTM nedenmns 60bHbIX Anddy3Hoi ravomoii grade 2.

JIT c TeMO30/10MUAOM

+aabtoBaHTHas XT

TEMO30/10MM/0M
) AcTtpouutoma
—>| Het |—>| Ypnanenve |—> grade 3-4 = . NT+XT
TemMo30/10-
MUAOM

He6naronpusatHble « NT+XT

daKTopbl NporHosa: PCV/CV

+ BospacT > 70 net oar

AndoysHan + cTaTyc
ravoma  |-P| KapHoBckoro
grade 3-4 <60 %

+ 6onbluMe pa3Mepsbl —»Ii'—» NT/XT, cumnToMaTnye-
onyxonu / rny6okoe cKan Tepanua
pacnonioxeHve

|—>| Aa |—> CTb unu
OTKpbITas
6uoncus
—»>| Her CumnToMaTMyecKas
Tepanus

6 —2anuobnacmoma;
OAl — onuzodeHopo2nuoma;
PCV — noMycmuH + npokap6a3uH + BUHKPUCMUH;
CV —10MyCMUH + BUHKPUCMUH.
PucyHok 3. AnropuTM nedeHuns 60/bHbIX AndPy3HO ranomoii grade 3—4.
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