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1. KNACCUOUKALMNA N ONPEAENEHUNE CTAAUN

Knaccnpukauma TNM B HeipOOHKONIOT MM He UCMO/b3YyeTCA.

2. AMATHOCTUKA

2.1. O6cnepoBaHue
O6cnepoBaHMe NaLmeHTa c nepeuyHoi onyxonbto LLIHC BktoyaeT B cebs:

+ cbop faHHbIX aHaMHe3a;

*  HeBPONOrMYECKUI OCMOTP C OLLeHKOW 061eMO3roBbIX U/ UV 04arOBbIX HEBPONOTNYECKUX
CMMNTOMOB, Ha/IN4NA CYAOPOKHOIO CUHAPOMA, HapyWeHNA ABUKEHWNI, HyBCTBUTENBHOCTH,
peun, npaKkcuca, CUMNTOMOB NOPaXeHNA YepenHblX HEPBOB, MCUXUYECKNX HAapYIIEHUA,
MeHWHrea/ibHbIX CAMNTOMOB;

+  0oCMOTp HelipoodTanbMonora (oLeHMBAOTCA OCTPOTA 3peHUs, MO/IA 3PEHNA, COCTOAHNE
AVCKOB 3pUTE/IbHbIX HEPBOB, MMa304BUraTeNbHbIe HapyLIeHUs);

*  OCMOTp OTOHEBPO/Ora;

*  HelpoBM3yanu3auMOHHbIe NCCNEA0BAHUA:

- MPT B Tpex npoeKumax B CTaHAapTHbIX pexumax (T1, T2, T1 c KOHTpacTupoBaHuem,
FLAIR, DWI); npu noKann3auum onyxoau B 061aCT pe4eBbIX U ABUraTe/IbHbIX 30H
BbIMONHAETCA yHKLUMOHanbHAA MPT (GMPT) n MP-tpakTorpadus. Mpu nofo3peHnm
Ha AMCCEMMHALMIO ONyX0aN No 060N104YKaM CMMHHOMO MO3ra BbinonHaeTca MPT
C KOHTPacTUpPOBaHMEM BCEro CMMHHOIO Mo3ra. [1pu Heo6XxoAMMOCTM BbINOHARTCA
MP-anrnorpadua, MP-nepdysuna, MP-cnekTpockonus;

—  MPUHEBO3MOXHOCTU BbINOAHEHWUA MPT (Hanu4ve KapANOCTUMYNATOPA UK Geppo-
MarHUTHbIX UMMNAHTOB, APYrUe NPUUYKHbI) NPOBOANTCA KT C KOHTpPaCcTUpPOBaHUEM
(KT-nepoysusa, KT-aHruorpadus);

3/10KAYECTBEHHbIE ONYXOJIN Tom/vol. 14(3s2) 2024
Malignant Tumors



184 MpakTUYecKue peKoMeHAaunm RUSSCO

- npuHeobxoauMocTu (anddepeHymanbHan 4MarHoCTUKa C UHGEKLMOHHBIMK, AeMue-
JIVHU3UPYIOLWUMU, COCYAUCTBIMU U NPOYUMM 3a601eBaHUAMM) BbimoHAeTcs MIT
(M3T-KT) c METUOHUHOM, TUPO3UHOM, METUA-A0NA;

— NPUW HEBO3MOXHOCTM BbIMOAHUTbL TMCTONOrMYECKOE NCCNe0BaHMNe OMYyX0NeBOWA
TKaHW KNMHNYECKUIA AMarHO3 MOXKeT 6bITb YyCTaHOB/IEH HAa OCHOBAaHWM HellpOBU3ya-
N3auMnOHHBIX MeToauK (MPT, M3T c aMMHOKKCOTaMK);

— nauuMeHTaMm C rAMoMaMn B TeyeHune nepBbiX 24—72 4acoB NocneonepayMoOHHOro
nepuoga BeinoaHsaetca MPT/KT c KOHTpacTupoBaHuem;

*  WHCTpPYMeHTa/ibHble NCCe/0BaHNA;

- 23 — Npu HaANYNUK CYAOPOXHOr0 CUHAPOMA;

- peHTreHorpadua n/van KT opraHoBs rpyAHON KNeTKu;

- JKT, OxoKl — no nokasaHWAM: NP1 HaJIMYUUN KapAMOBaCKYNAPHbIX 3aboneBaHui,
B BO3pacTe cTapwe 60 neT, B cnyyae npegnosaraemMoin onepauun B NONOKEHNN
«CUAA» NPU NNAHUPOBAHUM NYHEBON U/ AN XUMUOTEpanuu;

— Y3 BeH HMXHUX KOHEYHOCTEN (A8 UCKAOYeHNA TpoM603a), Y3 BHYTPeHHMX
OpraHos;

+ nabopaTopHas AMarHOCTUKaA: Pa3BePHYTHIN KAMHUYECKUI U BUOXMMUYECKUIA aHaNN3bI

KpoBu, Koarynorpamma, D-gumep, 06Wwuii aHaaM3 Mo4uu, onyxosesbie MapKkepsl (PIA,

A®T v gpyrue) no noKasaHuaM.

PekomeHayeMbIli anropuTm gnarHocTuku npu onyxonax LUHC npeactasnex Ha puc. 1.

2.2. Mopdonornyeckmin u MoneKynapHo-
reHeTUYECKUN AMarHo3

®opMynuposka MOpHOOrNYeCKOro AnarHosa f0/Ha BKo4YaTh B ce6a 5-3HauHbIN Kog,
OnyX0/IM B COOTBETCTBUM C Knaccudurauuneint BO3 onyxonen LLHC (2021 1), 4-3HauHbIN KOA
NoKanusauum onyxonu (B cootTseTcTeum ¢ MKB-10), a Take cTerneHb 3/10Ka4eCTBEHHOCTH
(grade). KntouesbiM pakTOpOM B OMpeseieHNU TaKTUKKU Ie4eHUs U NPOrHosa 3abonesaHus
AB/IAETCA FTMCTONIOTMYECKNI AnarHo3 v grade, koTopas nMeeT 4 cTeneHu: grade 1-HeT KpuUTepues
3/10Ka4eCTBEHHOCTU; grade 2-0AWH KpUTepUIA 3/10KavecTBeHHOCTH (aTunua agep), grade 3-4Ba
KPUTEpMA 3/10KaYeCTBEHHOCTH (aTUnua agep, MUTO3bI), grade 4-Tpu UK YeTbipe KpUTEpUA
3/10KaYeCTBEHHOCTY (aTUNUsA AAep, MUTO3bI, NpoAMdepaLuns SHAOTEUSA, HEKPO3bl). KpuTepum
CTeneHel 3/10Ka4eCTBEHHOCTM acCTPOLUTOM C MyTaumel B reHax IDH npegcTaBaexsl B Tab. 1.

Ta6aunua 1. Kputepum ctenenu 310Kka4eCcTBEHHOCTM aCTPOLMTOM C MyTauyeli B reHax IDH1/IDH2

Grade | MpusHakn

Grade2 | + Andoy3HO-MHPUNLTPATVBHAA acTpoLMTapHas rMoMa C MyTaumel B reHax IDHT uam IDH2,
XOpOLWO AndPepeHLMpPOBaHa N He UMEET r’MCTONOMMYECKUX NPU3HAKOB aHanaasum;

*  MUTOTUYECKAA aKTUBHOCTb He BbIABNACTCA UK OYeHb HU3KaA;

*  MUKpOBACKy/ApHas npoaudepauus (Npoavdepaums SHAOTENNS), HEKPO3 1 TOMO3UTOTHbIE
aeneumn CDKN2A n/vamn CDKN2B oTcyTcTBytOT
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Grade | MpusHakn

Grade3 | »  anddysHO-MHOUABTPATUBHASA aCTPOLIMTApHAs rMOMa C MyTauwelt B reHax IDH1 nam IDH2, npo-
ABNAOLLAA 04aroBy0 UM ANPGPY3HYIO aHaNNA3MI0 U 3HAYUTE/NbHYIO MUTOTUYECKYIO aKTUBHOCTb;

+  MWKpOBACKynapHas npoaudepaums (MpoamdepaLms SHAOTEANSA), HEKPO3 U TOMO3UMOTHbIE
aeneuyn CDKN2A n/uam CDKN2B oTcyTcTBytOT

Grade 4

Andpdy3HO-UHPUALTPATVBHAA acTpoLMTapHan rIMoMa C MyTaument B reHax IDH1 nan IDH2,
NPOABAAIOWAACA MUKPOCOCYANCTON Nposndepaumeit (MpoandepaLma SHAOTENS) NN HEKPO3OM,
1 romosuroTHoi geneuyeit CDKN2A n/uan CDKN2B, nav nto6oii KoMbrHaLmelt STUX Npu3Hakos

MoneKkynspHo-reHeTuyeckoe TeCTUpOBaHMe HEOOXOAMMO BbINOAHUTb 418 NOCTAHOBKM KOP-
peKTHOro naToMop$0N0rM4eCcKoro marHo3a B COoTBeTCTBUU € Knaccudukaumert BO3 onyxonei
LIHC (2021r.). CornacHo knaccudmraumm, pybpuka «4nddy3sHbie oMbl y B3pOC/bIX» YpoLeHa
A0 TpeX OCHOBHbIX TUMOB: 1) acTpouMTOMa C MyTauueii B reHax IDH (grade 2-4); 2) onuro-
AeHAporaMoMa c MyTauueit B reHax IDH v ko-geneunein 1p/19q (grade 2-3); 3) ravo6aactoma
6e3 myTauumit B renax IDH. MckntoyeHa Takas HO3010rUK Kak «ranobnactoma ¢ MyTauunen
BreHax IDH» . Tenepb 3T HoBoO6pa3oBaHUA 0603Ha4alOTCA KaK «acTpoLMTOMa C MyTauuen
B reHax IDH grade 4» . MpucyTtcTBue B onyxoau MyTauuii B reHax IDH aBnseTcs Kao4eBbiM
AVNArHOCTUYECKUM MpU3HaKoM AnA Anddy3sHbix ravom grade 2, grade 3, grade 4 y B3pocC/bix
1 BTOPUYHBIX M06AACTOM, YTO noMoraeT guddepeHUnpoBaTh NePBUYHYIO rnobaacToMy
oT rnnom grade 2, grade 3, grade 4. Tnnomsbl grade 1 He HecyT B ONyxoau MyTauuii B reHax IDH.
MyTauum B reHax IDH KoppeaunpyioT c MeTuampoBaHmemM npomoTopa reHa MGMT, nauuneHTsl
C3TUMM HOBOO6Pa3OBaHUAMM UMEIOT NYHLWMKIA NPOrHO3 1 oTBeT Ha /1T u XT ankuampyowmnmm
npenapatamu. [luarHos «0AUroAeHApPOr1MoMar» MOXET 6bITb YCTaHOB/IEH TO/IbKO B TOM C/y4ae,
ecsiv onyxonb umeeT n myTaumio B rese IDHT uan IDH2, n ko-aeneyunto 1p19q. MocneagHas noa-
TBEpXKAaeT 61aronpuATHBIA NPOrHO3 U ABAAETCA NPEAUKTOPOM XOPOLLEro OTBETa Ha Tepanuio
ankMAnpyowWwmmMm npenapataMu. Haanume romosuroTtHow geneunn CDKN2A n/nan CDKN2B
M3MEHSET CTeMNeHb 3/10Ka4YeCTBEHHOCTU B AN PY3HbIX acTpoLUTOMaXx Ha «grade 4» (Taba. 1).
TecTnpoBaHue Ha MyTauuto B reHe TERT He aBAsieTCA 06A3aTeNbHbIM, O4HAKO faHHaA MyTauuma
ABNACTCA XapaKTepHOM A/IA O/IUTOAEHAPOTNNOM (Y B3POC/bIX) U MEPBUYHOMN TNN06AaCTOMbI.
Ee Hannume npu oTcyTcTBMM MyTaunm B reHax IDH cBA3aHO c He61aronpuATHLIM MPOrHO30M.
Onyxonun ¢ MyTauuamu B reHe BRAF MoryT oTBedaTb Ha leqeHune uHrnbnutopamm BRAF. Cxe-
MaTUYeCKM AMarHOCTUYECKMIA airOpUTM NpeACcTaBAeH Ha PUC. 2, @ OCHOBHbIE MO/IEKY/IAPHO-
reHeTuyeckune abeppaumm — B Tabn. 2.

Ta6auua 2. [MarHoCcTM4eCKU 3Ha4MMble MOIEKyIAPHO-TeHeTUYecKne abeppauum (BO3, 2021r.)

XapaKkTepHble NoBpexAeHUA
Tun onyxonu reHoB/MoAneKyNAPHBIA Npodub

[ndPy3Hble rAMOMbI Y B3POC/bIX

AcTpouwnToMa ¢ MyTauueii B reHax |IDH IDH1, IDH2

Onuroaenaporanoma ¢ Mytaumeit B reHax IDH v ko-geneuveii 1p/19q | IDHT, IDH2, 1p/19q

I'nnobnactoma 6e3 MyTaumii B resax IDH IDH-wt, xpomocomsl 7 1 10, TERT,
EGFR, apyrue
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Tun onyxonn

XapaKTepHble NOBpeXAeHUsA
reHoB/MoneKynApHbI Nnpodub

Anddy3Hble rMOMbI HU3KOW CTEMNEHM 3/10Ka4eCTBEHHOCTU Yy AeTeit

AnddysHaa acTpounTOoMa C anbTepalmeit B reHax MYB, MYBL1
MYB nan MYBL1

AHrnoueHTpuyeckas ranmoma MYB
MonnmopdHan HelMposnNnUTenanbHas OMyxo/b HU3KOMN CTeneHn BRAF, FGFR

3/10Ka4eCTBEHHOCTU Y MONI0/bIX

Anddy3Han raMoMa HU3KOW CTeNeHMN 3/10Ka4eCTBEHHOCTU C a/lbTepa-
umeit MAPK-nyTu

l'eHbl MAPK-nyTn

Anddy3Hble FIMOMbI BLICOKO CTEMNeHU 3/10Ka4eCTBEHHOCTU Y AeTeit

[nddysHan cpeanHHan ravoma c anbTepauuein H3 K27

H3 p. K28 (K27), EGFR, EZHIP

AnddysHaa nonywapHas ramoma ¢ Mytaumein H3 G34

H3 p. G34 (G34)

Jnddy3Han geTcKan rIMoMa BbICOKOI CTEMNeHN 3/10Ka4eCTBEHHOCTN
6e3 MyTauwii B reHax H3 v IDH

IDH-wt, H3-wt, MeTunsaunoHHOE
npoguAMpoBaHue

MHpaHTUAbHaA NonywapHan ranoma

RTK reHbl

OTrpaHnyeHHble acTpoLTapHbie FIOMbI

MunoumntapHas acTpoynToma

KIAA1549::BRAF, BRAF

ACTpOLI,MTOMa BbICOKOM CTEMNeHN 3/10Ka4eCTBEHHOCTU C MUAOUAHBIMU
npu3sHakamu

MeTunaumoHHoe npopuanposaHme

MneoMopdHan KcaHToaCTpoLUTOMa

BRAF, CDKN2A

Cy63neHAnManbHas ruraHTok1eTOYHas acTpoLMTOMa TSC1, TSC2
XopaougHas ravoma PRKCA
AcTpobnactoma ¢ anbTepauumeit B reHe MN1 MN?1, BEND2
[nnoHeipoHanbHble U HelpOHasbHble OMyXOu

[aHrNOHapHOKNETOYHbBIE OMYX0aN BRAF
[lnzambpuronnactuyeckas HeiiposnuTemanbHas onyxonb FGFR1

AnddysHas ranoHeipoHanbHas Onyxosb C OAMIOAeHAPOrIMOMO-
NoA06HBIMY MPU3HAKaMM 1 KnacTepamu azep

MeTunaumoHHoe npopuanposaxme

MannnnapHas ramoHeipoHanbHas onyxosb PRKCA
Po3eTkoo6pasytoLan ranmoHenpoHanbHas onyxonb FGFR1, PIK3CA, NF1
MukcongHan rnnoHenpoHanbHas ornyxonb PDGFRA

[nddysHana nenToMeHUHreanbHaa rMOHePOHaIbHaA OMyxo/b

KIAA1549::BRAF, 1p, MeTunaLnoHHoe
npoguaMpoBaHme

MHoroy3n0Bas 1 BaKyoNM3MpYOLas HelipoHanbHas onyxo/b

l'eHbl MAPK-nyTn

Jvcnnactuyeckas raHrvoLmUToMa Mo3meyKa
(6one3Hb JlepmutTa—/lt0KN0)

PTEN

DKCTpaBEHTPUKYAPHasA HelipoLToMa

FGFR renbl (FGFR1:TACCY),
IDH-wt
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Tun onyxonn

XapaKTepHble NOBpeXAeHUA
reHoB/MoNeKyNAPHbIN Npodub

SneHzMMapHble omyxonm

CynpaTeHTopMaanaﬂ aneHgAnMoMa

ZFTA (C110rf95), YAP1

SneHAVMMOMa 3aZHel YepenHon AMKK

PFA Mo/ieKynApHbIV NpopuAb,
PFB MonekynspHbIii npodub

CnuHanbHas aneHgMMoMa

NF2, MYCN

SM6pUOHa/bHBIE OMYXO/N

MegynnobnacToma ¢ akTvBaLMelt curHanbHoro kackaga WNT

AKTI/IB&LI,VIR reHOB CUrHa/IbHOro
kackaga WNT

Megynnobnactoma  aKTvBaLMeit CUrHanbHOro Kackaaa SHH

AKTVBALMA FeHOB CUrHANbHOTO
Kackaga SHH

Megynnobnactoma 6e3 aKkTMBaL MM cUrHanbHbIX Kackagos WNT/SHH

MeTunaumoHHoe npopuanposaxme

ATVNUYHan TepaTomagHan/pabaonaHas onyxonb

SMARCB1, SMARCA4

SMbproHabHasA OMyX0Jb C MHOTOC/IOMHBIMI PO3eTKaM

C19MC, DICER1

¢ myTauueit B reHe SMARCB1

Heipo6nactoma LIHC c akTmBauumeii reHa FOXR2 FOXR2
Onyxonb LIHC ¢ BHyTpeHHel TaHAeMHOM Aynaukauueii reHa BCOR BCOR
JlecMonnacTMyecKan MUKCOM/AHaA OMyx0/b NMHeaNbHoM 061acTu SMARCB1

MeHuHrnoma

NF2, AKT1, TRAF7, SMO, PIK3CA,
n B nogtunax KLF4, SMARCE1, BAP1

ConvtapHas ¢pu6po3Han onyxonb

NAB2:STAT6

MeHuHreanbHble MenaHoLMTapHble HOBOO6pa3oBaHA

NRAS, GNAQ, GNAT11, PLCB4,
CYSLTR2

Onyxonn 06acTu TypeLKoro ceana

AjaMaHTVHOMaTO3Has Kpanoq)aperlema

CTNNB1

ManunnapHaa kpaHWodapuHrnoma

BRAF

3. IEMEHUE

3.1. Xupypruueckoe neyeHue

OCHOBHbIM METOAOM NIeYeHNA ABNAAETCA XMPYPruyeckoe B 06bEMe pe3eKLun onyxonu
(vacTuyHOM, cy6TOTaNbHOM, TOTaNbHOM) UK 6uoncum (oTKpeITo Man CTB). Lieabto xmpyp-
TUYECKOro NeYeHNA ABAACTCA MAKCUManbHasA Pe3eKLMUA ONYX0n C COXPAaHEHUEM HEBPO-
NIOTUYECKMX M KOTHUTUBHBIX GYHKLMI naymeHTa. OCo6eHHOCTU YAaAE€HNA BHYTPUMO3rOBbIX

OI'IyXO/'IeIZ rONOBHOrO Mo3ra:

*  ucnosnb3oBaHue MeTabonunyeckol Hasuraumm (5-AJA);

*  UCMO/Mb30BaHWeE HepodU3N0OrUYeckoro MoHnTopuHra (SKol, ACBM, 3BM, MoTopHoe
KapTUpOBaHME) NpM I0KAM3aL UM ONYXOU B ABUrATENbHBIX 30HAX, B 061aCTH YepenHbiX

HepBOB U UX A4 ep;

3/1OKAYECTBEHHbIE ONYXO0JIN
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*  MNpPMMEHEHME XUPYPTrUYECKOTO /IeYEeHWA Y NaLMeHTa B CO3HaHUM (MpuU 0Kanan3aymm
OMyXO/M B peyeBblX 30HaX MO3ra);

*  WUCNONb30BaHWE HaBUTraLMOHHbIX METOAUK: MHTPaoMNepaLMOHHOK 3N1eKTPOMarHMTHOM
HaBuraumu, MPT-HaBuraumu, ¥3-HaBuraumu;

*  MNpUMeHeHWe MHTPaonepaLMOHHOIr0O MUKPOCKONA M 3HA0CKOMNYECKON acCUCTEHLNN;

*  CMO/b30BaHME METOAOB HEMOCPEACTBEHHOMO BO3AEMCTBUA Ha OMYX0/IEBYI0 TKaHb (AT,
NokanbHaa XT, KPUOAECTPYKLUMA U Ap.)

*  CYy4YeTOM MOP$ONOTrMYeCKOW FreTepOreHHOCTHM IIMOM Ha FTMCTON0rMYecKoe nccnesoBanmne
HanpasAfAeTCA TKaHb OMYXONU U3 Pa3HbIX ee y4acTKoB (ONTUManbHO — 3-5 dpparMeHTOB).

3.2. JlyyeBas Tepanus

Jly4yeBoe neyveHmne NCNOb3yeTCA KaK CaMOCTOATE/IbHbIA MeTO Tepanumn MMbo nocsie xupyp-
TMYeCKOro yaaneHuns/6uoncum onyxonu, 6o npv BOSHUKHOBEHWUM peLiuANBa/NpOAOMKEHHOTO
pocTa onyxosau. /IT MOXKeT MPOBOAUTLCA KaK Ha 061aCTb OMYX0J/M (Ha OCTATOUHYIO OMYXO/b
VAW Ha NI0XKE YAANEHHOMN OMYXO0JM), TaK U Ha MyTW BO3MOXXHOIO MeTacTasnupoBaHus (Hanpu-
mep, KCO), a Take B KayecTse BycT-Tepanuu (40NoNHUTeIbHOE 061yYeHne onyxonun/noxa
yAaneHHoi onyxoau). KCO NpUMEHATCA Y NaLMEHTOB C ONYXONAMU, CKNOHHBIMU K MeTacTa-
31MpoBaHuio Mo 060/104KaM roNIOBHOrO M CMUHHOTrO Mo3ra. [1pu leyeHNM 310Ka4eCTBEHHbBIX
onyxone (grade 3-4) 1T cnepyeTt HauMHaTb B CPOKM OT 2 40 6 HeA. MOC/e Onepauuu, B page
cny4yaeB — B KOM6UHaLuK ¢ XT. ONTUManbHbIMWU METOAMKaMK 061y4YeHUA B HacTosALlee BpeMs
aBnatoTca koHpopmuaa /1T, IMRT n VMAT. MaaHnpoBaHune 4030BOro pacnpeAeneHna AOMKHO
OCYLeCTBAATLCA C y4eTOM TONEPAHTHOCTY TKaHel roNI0BHOr0 MO3ra, KpUTUYECKUX U GYHK-
LMOHaNbHO-3HA4YMMbIX CTPYKTYp. HanpaBaeHUA Ny4ykoB 1 apok cnejyeT 3ajaBaTb MCXOAA
13 NPOCTPAHCTBEHHON MO/AENN OMYXO/M U OKPYHKaloWMX ee TKaHel TakuM o6pa3oM, 4Tobbl
MWHUMU3NPOBATL y4eBOe BO3eiNCTBMe Ha HUX. [IpeanyyeBas TonoMeTpuyecKas No4roToska
BK/I04AeT U3rOTOB/IEHUE UHAUBUAYANBHOMO GUKCUPYIOLLEro YCTPOICTBA (TEPMONAACTUYECKON
MacKw) 1 BbINONHEHWE TOHKOCPe30Boit KT. PekoMeHAyeTCA BbINOAHATL MPT B pexxunmMax T1, T2,
T1cKoHTpacTHbIM ycunenneM u FLAIR. MPT nso6paxeHuna A0/MKHbI MMETb BbICOKOE paspelle-
HMe 1 TKaHEeBYIO KOHTPACTHOCTb, ONTUMaAbHaA TO/ILMHA CPpe3a He J0/KHa NpeBbIWaTh 2 MM.

B page cnyyaeB npu onpejeneHnn MuLleHN LienecoobpasHo UCNONb30BaTh AoONepaLu-
OHHbl€ CHUMKW. BO3MOXHO yMeHbLIEHNe OTCTYMOB U A03bl 061YHYEHUA AN CHUKEHWUSA YYEBbIX
peakuuii. Bo3MoxHa 3cKanauma 403bl Ha y4aCTKU runepMeTabonnsmMa Uam KOMNOHeHTa ony-
XO/IM, HAKanN/MBaOLWLEero KOHTPAcT Ha T1-B3BeLIEHHbIX TOCTKOHTPACTHbIX MP-n306paxeHusx,
a TaKXe B C/lly4Yae peuninBoB N arpecCMBHOIoO NOBeAEHNA ONYXO/N. |-|pl/l NeyvyeHnn peunaneos
nocne npeawectsytoweit /IT 061ydeHne GoKycmpyeTcs TOAbKO Ha 061aCTU aKTUBHOW OMYXOAH,
6e3 oTcTyna Ha ee BO3MOXHOe pacnpocTpaHeHue.

PexuM runoppakumonuposanmua (PO =2,5 Ip, COZ =15 Ip) MCNONb3YeTCA Y NauneH-
TOB C OMYXONAMU, UMEIOWMMUN YETKME TPaHULbI, MO0 C MUHMMa/IbHON 30HOWM BO3MOXHOM
MHOMABTPaLUMKM TKaHe (40 3-5 MM), a TakKe y nayMeHToB ¢ o6pasoBaHuaMmu 6osee 3 CM
n/vMnn c onyxonamu, pacnonararowmnMmnca B611M3n KpUTMYECKMX CTPYKTYp Mo3ra. funo-
dpaKuMoHNpOBaHME NPOBOAUTCA U MPU I@YEHUN PeLNANBOB FNA/bHBIX M SMOPUOHANBHBIX
onyxonen nocae npoesejeHHoN paHee JIT.
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Pagnoxunpyprmyeckoe nevyeHme MOXET UCMO/Ib30BaTLCA Y NALMEHTOB C He6ONbWNMHK
onyxonamu grade 1-2 (40 3 CM B MaKCMManbHOM U3MEPEHWU), UMEIOLMMM YETKNE FPaHULib,
1 c HebonblWKMM peungnamu onyxoneit grade 3—4 nocne npoeegeHHoi paHee JIT. Mocne /IT
BO3MOXHbl OC/IOXHEHWA B BU/E OTAa/@HHbIX MOCTy4YeBbIX PeaKL i, B TOM YNCe, NyHeBOVi HEKPO3.

Ana anddepeHunanbHOM AMarHOCTMKM NOCTYYeBbIX MOBPEXAEHNI M NPOAO/IKEHHOMO poCTa
onyxonu BinosHseTcs MPT c koHTpacTvposaHueM, M3T (M3T-KT) ¢ METUOHMHOM/TUPO3UHOM/XONU-
HoM, MP-cnekTpockonusa, KT/MP-nepoysua. B nedeHnmn noctayHeBbix OCNOKHEHWNIA BO3MOXKHO
npumerenne FKC n/unv eeegeHne 6esaunsymaba (5-10 Mr/kr 8/B B 1-i AeHb KaxAble 21 AeHb).

3.3. XuMmnoTepanus

V|CI'IO/]b3yeTCFI B coyeTaHuu ¢ JIT 1 KaKk CaMOCTOATE/IbHbIN MeTo  1e4HeHna nocne Xmpyp-
rmyecKoro u/vmam N1y4eBOro e4eHna B BU4e MOHO- UNN NOANXUMUOTEPpaNnnin.

3.4. ConyTcTBYylOWan Tepanusa

3.4.1. ThioKoKOpTUKOCTEpOUAHaA Tepanusa

OCHOBHbIMW NpenapaTamu ABAAIOTCA AeKCAMETa30oH (MpeanoyTUTe IeH) U NpeAHN3010H. OHu
roKasaHbl MPU HapacTaloLeM HeBPOorM4eckoM geduLnTe, NpU3HaKax OTeKa MO3ra, r’MnepTeH3nOoH-
HoM cuHgpome. TKC MoryT Bbi3biBaTb eKOMMEHCaL Mo caxapHOro AnabeTa, 060cTpeHne A3BEHHOM
6one3nmn kenyaka n 12-nepcTHoM KMWKKU. OBbIYHO HAYMHAIOT C MUHUMAbHOW A03bl 4-8 Mr/cyT.
B/M UAM BHYTPb B 1-3 npreMa c MaKCMManbHOM 030 B yTPEHHME Yachkl U NOCAeAHUM NPUEMOM
He nosgHee 17.00. lo3y 'KC Heob6x04MMO CHMXaTb NOCTENEHHO, B TeyeHUe 2 Hejenb 1 6onee
(no 1-2 Mr B 4-5 AHelt), OCHOBLIBAACH HA KAMHUYECKUX CUMNTOMAX U CTEMEHW BbIPaXeHHOCTU
no60o4HbIX 3$PeKTOB CTeponHOIN Tepanum. [Npu nogo3peHnn Ha AMMPoMy ncnonbsosarue NlKC
£,0 NONYYeHNA TMCTONOrNYeCKON BepudUKaL MM He peKOMEHAYETCA 38 UCK/I0YeHNeM CUTyaumnin,
Korza oTéK 1 ANCI0KaLMA FONIOBHOIO MO3ra YrpoXatoT XM3HM 60/1bHOr0. MIHTeHCMBHOCTL Tepanum
['KC 3aBUCHT OT BbIpPaXK€HHOCTU CUMMNTOMOB, OPUEHTUPOBATLCA C/IeAYeT HAa MUHUMabHYIO A403Y.
OpHOBpEMEHHO HeO06X04MMO UCMONb30BaTh FraCTPONPOTEKTOPLI (H2-rucTaMuHHble 610KaTopbI
1K 6N10KaTOPbI MPOTOHHOM NOMNbI — oMenpa3on 20 Mr 2 pasa B cyTku). CanypeTuku (bypocemua),
OCMOTUYECKUE ANYPETUKM (MAHHWUTO) UCMO/Ib3YIOTCA MPY BbIPaXEHHOM OTEKE M AUCI0KALUM
Mo3ra B KoMmnaekce ¢ [KC B ycn0BUAX OTAEN€HNIN UHTEHCUBHOM Tepanum Noj KOHTPONEM 3/1eK-
TPO/JIMTHOrO COCTaBa KpoBU. [oce perpecca CUMNTOMOB HEOBXOAMMO NOCTEMNEHHOE CHUXKeHNe
A03bl BN/IOTb A0 MONHOM OTMeHbI (Mpy OTCYTCTBUM BO306GHOBEHUSA CUMMNTOMOB).

3.4.2. MpoTuBocyaopoOXHaa Tepanunsa

AHTUKOHBY/IbCAHTbI HA3HAYAKOTCA MPY HANMYUN CYSOPOKHOIO CUHAPOMA (B T.4. B aHa-
MHe3e) MM MPU3HAKOB 3NMUAENTUGOPMHON aKTUBHOCTM MO AaHHbiM DIT. Mpu naaHMpoBaHuUm
n nposegeHnn XT KenaTteNbHO NCMOAb30BAHNE AHTUKOHBY/IbCAHTOB, HE MHAYLUPYIOWMNX
GepMeHTbI MeYeH (1aMOTPUANKMH, NeBeTUPaLLeTaM); HEXeNaTeIbHO UCNO/b30BaHWe Kapba-
MasenuHa, beHuTouHa, peHobapbuTana, a TakKe Banbnpoata HaTpus (M3-3a ero BO3IMOXKHOM
reMaTo/0rnyeckoi TOKCMYHOCTH). MpodunakTUUeCKoe NMPUMEHEHNE aHTUKOHBYIbCAHTOB
B OTCYTCTBME 3NMUNPUNAJKOB B aHaMHe3e He 06A3aTeNbHO.
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3.4.3. AHTU3MeTHNYeCKana Tepanusa

Mpu nposegeHnn XT n JIT MOryT pa3BuMBaTbCA TOWHOTA 1 pBOTa. [1pn UX NoABAEHUN
BbinoaHAeTCA KT roI0BHOr0 MO3ra /1A MCKAOYEeHNA OKKNIO3MOHHOW ruapouedannm, npu ee
obHapy»KeHWM pelaeTca BONPOC O BEHTPUKYNOMNEPUTOHeaIbHOM WyHTUpoBaHuu a XT uan IT
npekpauatoT. C uenbio NPoGUNAKTUKN U IeHEHWUA TOWHOTHI U PBOTHI PEKOMEHAYeTCA NpuMe-
HeHWe OHZaHCceTpoHa 4 Mr 2 pa3a B ieHb exeAHeBHO Ha oHe /IT. Mpu nposegeHnn XT — 8 mr
(nn 16 Mr) oHAaHCETPOHA NPUHUMAIOTCA BHYTPb UM BBOAATCA B/B 3a 30 MUH. 40 npueMa
UAn B/B BBEAEHWA XMMWOMNpenapaTa, 4asee — Mo nokasaHuam (4epes 6 4acoB exejHEBHO
Ha ¢oHe XT v ABa AHA NocC/e ee 3aBepleHunn). Mpu COXpaHeHUW pBOTHI Ha ¢poHe npuema
aHTM3MEeTNKA PEKOMEH/0BAHO B CXeMyY BKAIOUYUTh JeKCaMeTa3oH OT 4 Mr 40 8 MI OJHOKPaTHO.

3.5. HabnawaeHue

Mocne 3aBepwieHna ne4eHNa peKOMeHAyeTCA peryaapHoe BbinosHeHne MPT ronosHoro
MO3ra B CTaHAapPTHbIX NPOEKLUMAX C KOHTpacTUpoBaHmeM B pexxumax T1, T2, FLAIR, DWI. Tpu ony-
XONAX, CKNOHHBIX K IENTOMEHWMHIeabHOM ANCCEMUHALLNMN, HEO6XO0AMMO BbINONHATL MPT BCex
OT/AeN0B CMUHHOTO Mo3ra. K TaknM HOBoO6pa3oBaHUAM OTHOCATCA Anddy3Han rmoma cpes-
Hen IMHUK c anbTepaumeit B reHe H3 K27; anddysHana nonywapHas ranoma c MyTalmnen B reHe
H3 G34; MukconanuanapHas aneHAMMOMA; CMMHANbHAA dNeHANMOMA C aMninduKaymeit reHa
MYCN; cynpaTeHTOpuanbHas aneHAnMMoma; rnobaactoMa C NPUMUTUBHBIM HEAPOHANbHbLIM
KOMMOHEeHTOM (0co6eHHO ¢ aMnandukaumen reHa MYCN); 3M6pUOHasbHbIE OMYX0/IU; OMYXO/N
WUIWKOBUAHOW esesbl (0cobeHHO ¢ runepakcnpeccuert reHa FOXR2, aMmnandukaumei rexa
MYCN v anbTepaumeit reHa RB1-npenMylecTBeHHO Y A€Teil); MMHeaibHas NapeHx1MaTo3Has
OMyX0/b MPOMEXYTOUYHON AnPPepeHLMpoBKY grade 3; nannuanfapHan ONyxo/ib MMHea bHON
o6nactu grade 3 (peAKo); NMHe061acTOMa; MMAOLMTAapHAnA acCTPOLMUTOMA (PeAKO); MUNOMUK-
conpaHana actpountoma. OueHka MPT-faHHbIX NPOBOANTCA B COOTBETCTBUM C KPUTEPUAMM
3¢ pekTnBHOCTM NeveHna RANO c o6a3aTeNbHbIM HaAnyYneM BCeX MPU3HAKOB ANA KaX40ro
kpuTepusa (Taba. 3). Ans onpegeneHuns GyHKLMOHANBHOMO CTaTyca HEMPOOHKONOTNYECKMUX
60/1bHbIX UCMOIb3yeTCA WKana KapHosckoro (Taba. 4).

Ta6auuya 3. Kputepun apdpektnHocTn no wkane RANO

MonHbIi oTBET YacTuyHbIlv oTBET Mporpeccuposanune
+ Perpecc Bcex KOHTpacTu- + YMeHblueHne 6onee YeM Ha 50% + YBenuuyeHve 6onee
pyeMbix o4aros CYMMBbI NepReHANKYAAPHBIX 4eM Ha 25% CyMMbl nepnex-
+ CTabunbHble AV yMeHb- /AMaMeTPOB BCEX 3MePAEMBIX O4aros AVKYNAPHBIX AVaMeTPOB BCeX
LWatoLMecs HEKOHTpa- +  OTcyTCTBME NPOrpeccum Hems- onpeaensembix 04aros
CTUpyeMmble B pexkume T2 MepAeMbIX 04aros *  3Ha4MMoe yBeNnYeHne HeKOH-
FLAIR ovaru + CrabunbHble AW yMeHbLUaLMeCs TpacTupyeMsix B pexkume T2
+  Ortcytcreue Tepanum FKC HeKOHTpacTupyeMsle B pexume T2 FLAIR ouaros
* Hesponoruyeckoe FLAIR ouarn + [osBneHne HOBbIX O4aros
yAyulleHve nan cTabu- + CrabunbHble AW yMeHbLUaWMecs + CrabunbHble AW yBenn4m-
nsauma £03bl [KC Batowmecs go3bl [KC
+ Hesponoruyeckoe yny4eHve + HapacTaHue HeBponoruye-
1 ctabunmsauma CKMX CMNTOMOB

Bce ocTanbHble CNTyaunn pacueHnBaroTCA Kak CTa6I/II'Il/IBaLl,I/IFI COCTOAHUA.
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Ta6auua 4. LWkana oueHkn GyHKLMOHanbHOTO cTaTyca (no KapHosckoMy)

% | XapaKTepucTUKa COCTOAHUA

100 | CocTosiHMe HOpMa/bHOE, Xanob HeT

90 | CnocobeH K HOPMaNbHOMN AeATENbHOCTM, HE3HAUUTENbHbIE CUMMTOMbI UM NPU3HAKKM 3a60/1eBaHNA

80 Hopmaanaﬂ AKTUBHOCTb C yCUANEM, HE3HAYUTEe/IbHbIe CUMATOMbI NN NPU3HAKU 3aboneBaHus

70 | ObcnyxmBaeT ceba CaMOCTOATE/ILHO, He CMOCO6eH K HOPMa/IbHOM AeATENbHOCTI UM aKTUBHON paboTe

60 | HyxpgaeTca nopoii B NOCTOPOHHEw NOMOLLM, HO CMOCO6EH CaM y/0BNeTBOPATb 60/bLIYIO YaCTb CBOMX
noTpebHocTeit

50 | HyxpaaeTcs B 3Ha4MTeNbHON MOCTOPOHHEN MOMOLUM U MEANLMHCKOM 0BCAYKUBAHWN

40 | VHBanug, HyAaeTcs B CNeLmanbHO NOMOLLY, B T. 4. MEAULIMHCKOM

30 Tsenas UHBaZIMAHOCTb, MOKa3aHa rocnuTaan3aLus, XoTs CMepTb HeMnoCpeACTBEHHO He yrpoxaeT

20 | Tawenoe CoCTOAHME, HEOBXOAMMbI FOCMUTAIM3ALMNA U IeYeHNe

10 | Ymupatowuit

0 | CmepTb

4. AITOPUTMDbI IEMEHUA PA3JINYHDBLIX TPYN
NMEPBMYHbIX OMYXOJIEM LHC

4.1. OTrpaHUYeHHble aCTPOLMTOMbI M TIMOHENPOHa/IbHbIE

onyxoaum (grade 1):
— AUWAouuTapHaa aCcTpoyuTomMma;
- Cy63neHAMMaI|bHaﬂ FTUraHTOK/1IeTO4YHaA aCTPOLMTOMa;
= raHramoramoma

Mocne pagnKanbHOro yaaneHns obbl4HO He TpebytoT NpoBeAeHNA afblIOBaHTHOW Tepanuu,
npoBoAMTCA AMHaMn4yeckoe HabaogeHne: MPT oaunH pas B 3-6 MecALLeB UAK NPU HapacTaHWUK
HEBPOAOrM4yeCKMX CUMMTOMOB.

[py nx 0310Ka4eCTBAEHUN NeYeHne OCYILeCTBAACTCA NO NPUHLMMNAM JIe4eHUA 310Kave-
CTBEHHbIX TMOM. Mpu AndPy3HOM Cyb3neHAUMapHON TMraHTOK/eTOMHOM acTpoyuToMe (04HO
13 NPOABAEHN TY6ePO3HOrO CKEp0o3a) NoKaszaHo eyeHne MHrm6nTopoMm mTOR 3BepOAUMYCOM.
[pv HenonHOM yganeHUn/6MoNCUKN AN HaANYUK XOTA 6bl 0OAHOrO GaKTopa pUCKa pa3BUTUA
paHHero peumauea (sospact > 40 sieT, pasmep onyxoau > 60 MM, HEBPOJIOTUYECKMI AeduuuT,
nopaeHue AByX A0/1e MU MO30/INCTOrO Te/1a) BbinonHAeTca J1T. MauneHTaM ¢ nuaou1TapHom
acTpOLMTOMOM C ANAMETPOM OMYXOM A0 3 CM MOXET BbIMONHATLCA paauoxupyprus (1014 Ip),
6onee 3 cM — B pexuMe runodppakymonnposanus (3-5 dpakumin go COZ 18-25 Ip). XT 3Toi
KaTeropuu 60/1bHbIX NPOBOAUNTCA TO/ILKO B C1y4ae pelnAnBa/nporpeccuposaHuna 3a6oseBaHns.
TapreTHas Tepanua NpUMeHAETCA NPU FMOMax HU3KOWM CTeneHM 3/10Ka4eCTBEHHOCTU C MyTa-
Luein B reHe BRAF. Bonpoc o nevyeHnn nauneHToB cTaplue 70 neT pelaeTca MHAMBUAYANbHO.
ANTOPUTM NledeHns B3POCIbIX 60/bHBIX C AN PY3HBIMU FManbHBIMU onyxonamm grade 1 npeg-
cTaB/ieH B Tabn. 5.
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Ta6nuuya 5. AroputM neyveHuns B3poc/bix 60/1bHbIX € ANGPY3HBIMU FNANbHBIMU
onyxonamu grade 1 (MuaoumUTapHan acTpoLMTOMa, Cy63neHAMMaNbHanA MUraHTOKNETOYHasA
acTpOLMTOMA, FaHIIMOT/IMOMa)

PekoMeHAOBaHHblIE Pexumbl Bo3MoHble peXxuMmbl

ApnbloBaHTHaA Mocne pagukanbHoro xupyprideckoro | BRAF/MEK unruéutopsi (MA, IT):
Tepanua yAaneHna — HabogeHne + AabpadeHn6/TpameTUHNG

+ BemypadeHn6/ko6uMeTUHMG)
mMTOR uHruéutop (CIrA) — sepoaumyc

Peunans/ * T +PCVuam CV NTRK-nepecTpoiiku B onyxo/u:
nporpeccva + JIT + Temo3onommz *  NapoTPeKTUHME
3aboneBaHunA + /1T Ha poHe exeHeBHOrO NpremMa *  DHTPEKTUHMG
Temo3onomuaa + AXT TemMo3o/0- BRAF (V600E) akTuBYMpYyiOLLMe MyTaLmm —
MUAOM BRAF/MEK nHrunéutopb!:
+ PCV + pabpadeHn6/TpaMeTMHMNE
* NOMYyCTUH + BemypadeHU6/Ko6UMeTUHNE
*  KapMyCTuH MEK uHrnéutop:

+  cenyMeTuHu6 (ans MA c BRAF-nepectpoiikamm
unv BRAF (V600E) akTuBMpYIOWMMU
MyTauuamm nan Hd1)

MnatuHocoAepxalyme cxeMbl (MA):

*  LMCNAATUH +3ToNo3ug;

* Kap6onnaTuH +3Tono3ng

+ kapbonnaTuH

PCV —npokap6a3uH + 10MyCMUH + BUHKPUCMUH;
CV —10MyCMUH + BUHKPUCMUH;

AXT — aobtoBaHmHas XT;

H®1-Helipogubpomamos T muna;
[1A —nunoyumapHas acmpoyumoma;

[T —2aH2nuo2nuoMa.

C3lA — cyb3neHOuMapHas 2u2aHMoKNeMOoYHas
acmpoyumoma;

4.2. AndPysHble rANOMbI U OTFPaHUYEHHbIE acTpOLMTapHbIe
ranomsl (grade 2):
- acTpouuToMa c MyTaumeii B reHax IDH;
- onuropgeHaporanoma c Mytayuei B redax IDH u ko-geneynein 1p/19q;
- nneoMop¢Has KcaHToacTpoyuuToMa

Ana andPy3HbIX aCTPOLUTOM XapaKTepeH NHBA3UBHbIA POCT C NOCTeNeHHOW TpaHchop-
Mauuel B acTPOLUTOMbI 60/1ee BbICOKOM CTemneHN 3/10KayecTBeHHOCTU. ObbeM pesekLmnmn
ABNAGTCA BAXHbIM MPOrHOCTUYECKNM GpaKTOPOM, 04HAKO He Y BCeX 60/IbHbIX ONMYX0J/ib MOXHO
yAanuTb ToTanbHo. [pu NoKaansaLum onyxonm B raybokux obnactax Mosra uam B GyHKLMO-
Ha/NbHO-3Ha4YMMbIX 30Hax 4acTo BbinonHAeTca CTh.

Bonpoc o uenecoobpasHoctu HasHaveHna /1T u XT pewaeTca MHAMBUAYaANbHO C ONpeje-
JIEHUEM TPYTM HA3KOTO MU BbICOKOTO PUCKa MPOrpeccMpoBaHuns onyxoau (puc. 2). K patopam
BbICOKOTO PUCKa OTHOCAT: BO3pacT > 40 neT, Hasmune pesnayanbHo ONyxXonu nocae Xupyp-
rMYeCcKoro yaaneHun (CybToTanbHas AN YaCcTUYHASA Pe3eKL s, OTKPLITAsA NN CTEPEOTaKCu-
deckas 6uoncua), pasmMep onyxosam > 60 MM, HEBPONOTUYECKNI AePULMT, NOPAXKEHUE ABYX
AONE NN MO30AMUCTOrO Tena (A0CTaTOYHO Hannuus ofHoro daktopa). K daktopam pucka
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pPasBUTUA paHHEero peunanBa MOXHO OTHECTU pOKaNbHOE HaKoM/eHne KoHTpacTa Ha MPT
U MHAEKC HakonaeHus POM (MeTWOHMHA), COOTBETCTBYIOWMIA aHaNAa3UmM, Npu NPOBEAEHNM
M3T-KT (aocTaTouyHo Hanuuma ogHoro paktopa). Mocae onepaTMBHOrO BMelaTe1bCTBA
BCceM 60/bHbIM NpoBoaMTCA JIT 3a UCKNOYEHMEM CayYaeB C NOJIHOWN pe3eKLuneit onyxonm
1 6e3 Hannyna GaKTOPOB pPMCKa paHHero NporpeccnpoBaHma. B aTux cayyanax nposoanTca
HabnogeHne — MPT 1 pas B 3-6 MecALeB UM NPy HapacTaHUU CUMNTOMOB. 1pY HENONHOM
yaaneHnn/61Moncum onyxoau u Npyu Hanu4uum ellle oAHoro GakTopa BbICOKOrO pUCKa pasBuTua
paHHero peuumanBa nokasaHo HasHavyeHune JITc PO/ 1,8-2,0 Tp go COA 50,4-54 Tp n/nan XT
(Tabn. 6). PaAnOXMpYpPrus MOXeT paccMaTpUBaTLCA NPU HEBOLLWNX OTFPAHUYEHHDBIX OMYX0NAX
M Npu NoKanbHbIX HeboAbWMX peyngnsax nocne NT.

MauuneHTaM noxuaoro sospacrta (ctapwe 70 neT) ¢ 06wWHpHBIMKU ONyxoaaMu JIT MOxeT
He MPOBOAMTLCA, @ Ha3HAYaeTCs MOHOTepanus TeMo3osoMuzom (5/23) (Taba. 6). Bonpoc
0 HasHavyeHun NIT n XT ocnabaeHHbIM naymeHTam (HU3KUIM MHAeKC KapHOBCKOrO u/namn npu-
3HaKW BHYTPUYEPENHOW rMnepTeH3nm), a TakKe 60/bHbIM C PpaCNpOCTPAHEHHOMN OMYXO0bIO
pewaeTtca UHAMBUAYaNbHO. [Tocne oKOoHYaHMA Kypca JIT BbinonHAETCA KOHTpoabHaa MPT
(4epes 2-4 Hegenun nocne okoHYaHusa /T, @ 3aTeM — KaxAble 2-3 MecAua B TedeHue 2-3 ner)
C pelweHneM Bonpoca o LenecoobpasHoctu nposegermns XT.

Mpv peunanBe oL eHMBaeTCA BO3MOXHOCTL MOBTOPHOIO YAa €HUA C NepecMOTPOM rMcTo-
NOTNYECKOro AnarHosa. [pu HeBO3MOXHOCTM NPOBEJEHNA XUPYPIrUYECKOro yaaneHnsa cTeneHb
aHan/aasnm MOXHO OLeHNTb no pesynbTatam MN3T-KT c aMUHOKMCNOTaMM M HAKOMAEHWNIO KOH-
TpacTa onyxonbto npu MPT. [py n1aHMpOBaHNM IeHeHNA yYNTbIBALTCA, KaKne MeToAbl 6bin
MCNONb30BaHbl paHee, MPUMEHANUCHL N yYeBasa U/Uan xMMuoTepanus, 6bia1 AN JOCTUTHYT
06BEKTUBHBIN OTBET Ha IeveHme.

PekomeHzyeMbIl anropuT™ iedeHns 60bHbIX AnddY3HOI rMmomoii grade 2 npeacTasieH
Ha puc. 3.

4.3. AndPy3Hbie rnnombl grade 3-4 U rAMOHEpOHabHbIE

onyxonawu grade 3:
- acTpouuToMa c MyTaumuei B reHax IDH grade 3;
- acTpouuToMa c MyTaumueii B reHax IDH grade 4;
- onurogeHapornanoma c Mytayuei B redax IDH u ko-geneynein 1p/19q;
- nneoMop¢Has KCaHTOaCTPOLUTOMaA;
- rnmo6nactoma 6e3 MyTauuii B reHax IDH;
- anddysHana rnmoma cpegHel AIMHUM c anbTepauuen B reHe H3 K27 grade 4;
- auddysHasa nonywapHasa ramoma c mytauumeit H3 G34 grade 4;
- radHravorauoma grade 3

4.3.1. AnarHocTuka

OcyuwectBnsetca ¢ nomoubio MPT, M3T/MNIT-KT. MonekynapHo-reHeTuyeckoe nuccne-
poBaHue: MyTauumm B redax IDH1/IDH2, ko-ageneuuns 1p/19q, MeTunnpoaHue npomoTopa
reHa MGMT, myTauum B reHe BRAF, myTauuu B rede TERT, romosurotHasa geneumna CDKN2A
n/vnn CDKN2B.
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4.3.2. OnpeaeneHne cTeneHn 3/10Ka4eCTBEHHOCTH

B A y3HbIX rIMOMax OCHOBbIBAETCA HAa HA/IMYMK B OMYXO/IM YKa3aHHbIX Bbille KpUTepues
3/10KAYeCTBEHHOCTU, MHAeKCa nposndepaumn Ki-67 (Taba. 1) u HOBOro KpUTepus — roMo-
3urotHon geneuynn CDKN2A n/nan CDKN2B. O6HapyeHune roMmosurotHoi geneuun CDKN2A
n/vnan CDKN2B npvBOANT K MU3MEHEHMIO CTEMNEHM 3/10Ka4eCTBEHHOCTU A4NA ANPPY3HbIX acTpo-
umntoM (puc. 1). Ecim oHa o6HapyKMBaeTCs B OMYXOAU, AaXe B CIy4ae FMCTONOTMYECKOM KapTHHBI
«A06pOKaYeCTBEHHOW I/IMOMbI» (NTPU OTCYTCTBUM MUKPOCOCYANCTON MPOAUGEPALLIMN U HEKPO3OB),
CTeneHb aHannasumn byget cooTBeTcTBOBATHL grade 4. Mpu oTCyTCTBUM MyTaumm B reHax IDH
LesecoobpasHo Mccef0BaTb MyTaLMOHHbIN cTaTyc reHa H3F3A, MyTaumm kKoToporo y geTtent
1 B3pPOC/IbIX MOTYT BO3HUKATH B ABYX BapUaHTax: B CpeAnHHbIX onyxonsx — K27 (He6raronpust-
HbIii MPOrHO3) M B NOAYWapHbIX 0nyxonax — G34 (NpOrHo3 0THOCUTE/IbHO 61aronNpUATHBI,
4aCTO COYETATCA C METUANPOBAHMEM NPOMOTOpa reHa MGMT). OnyXoau, rMCTONOrUYeCcKn
cooTBeTCTBYIOWME ANPPY3HOI acTpoLUTOMe, HOo 6e3 MyTauuii B reHax IDH1uan IDH2, uene-
Co006pa3HO AOMNOHUTENbHO UCCNEA0BATL ANA OLEHKN MyTaLuu B reHe TERT, amnandukauum
reHa EGFR. lnddysHble acTpounTombl 6e3 MyTaumin B resax IDH1/IDH2 cneayet cuntath
ravobnactoMamu, B 3TUX OMyXONAX BbiABAATCA MyTauna TERT u/nan amnandurauymsa EGFR.

4.3.3. JleyeHue

Mocne xnpypruyeckon peseKunn onyxonu nayMeHTam c BepupuLMpoBaHHbLIM ANarHo3om
nposogutca NT (30 dpakuuit no 2 Ip Ha dpakuuio o COJ 60 Ip) C OAHOBPEMEHHbIM exe-
AHEBHbIM NpueMoM TeMo3osoMnaa (75 Mr/m?) B Tedenue Bcero Kypca /1T ¢ nocieaytoueil
agbtoBaHTHOM XT. B GTV pekoMeHzyeTCA BKAOYaTb OCTAaTOYHYIO OMYX0/b U/UNN NI0Xe ony-
xonn. Ha pose 46 Ip npu POA 2 Ip 1 50,4 Ip npu PO/, 1,8 p BO3MOXKHO COKpalyeHne o6beMa
06nyyeHus (6ycT). MauneHTam cTapiue 70 n1eT, a Takke 601bHbIM B 0614EM COCTOAHMM NO LWKane
KapHoBckoro < 60% pekoMeHA0BaH pexuM runoppakumnonmporanus c PO/ 3 Ipn CO/ 45 Tp.

Ta6auua 6. PekoMeHAyeMble PeXuMbl IEKapCTBEHHOM Tepanum anddysHbix ravom (grade 2-4)
W FIMOHEPOHa/bHBIX onyxoseii (grade 3)

Pexxum Cxema nposegeHus

Temo3onomua’ Temo3o010Mug (B cocTase X/IT) 75 Mr/M2 BHYTPb €KeHEBHO, HaYMHAA C NEPBOro AHS
1 Ha NpoTAXeHumn Bcero Kypca /1T

TeMmo3onoMug’ TeMo3o10Mug 150-200 Mr/M? BHYTPb B 1-5-i1 4HU, UMK 28 aHeit (5/23), 6-12 unkios

PCV2 JNlomycTnH 100 Mr/M? BHYTPb B 1-1 AieHb + BUHKPUCTUH 1,4 Mr/M? B/B B 1-11 1 8-/1 AHK
+npokap6asuH 60-75 Mr/mM? BHYTpb B 8-21-11 AHW, UMK 6-8 Heaenb

cv JlomycTuH 90 Mr/m? BHYTPb B 1-i1 AieHb + BUHKPUCTUH 1,4 Mr/M? B/B B 1-11 1 8-11 AHM,
LMKA 6-8 Hegenb

JNlomycTuH JNlomyctiH 90-110 Mr/M? BHYTPb B 1-i1 AeHb, UMKA 6-8 Hegenb

Kapmyctun Kapmyctun 200 mr/m? B/B 1-4acoBas Hdy3ua B 1-it fieHb, unkn 6-8 Hegenb

KapMycTuH Kapmyctut 80 Mr/M? B/B 30-MUHYTHas UHY3MsA B 1-3-1 AHW, LMK 6-8 Heaenb
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Pexxum Cxema nposegeHusa
PC Mpokap6a3suH 60 Mr/m? BHYTpb B 1-10-i1 AHM + noMycTuH 100 Mr/M? BHYTpb B 1-i1 AeHb,
LUuMKA 6-8 Hegenb
Temo3010MU1A Temozonomug 150 Mr/mM? BHYTpb B 1-5-i1 AHM + umcnaatui 20 Mr/m? B/B B 1-5-1 AHK,
+ LMCnaaTuH LKA 28 fHei
Temo3010MMA Temoszonomug, 150 Mr/M? BHYTpb B 1-5-i1 AHW + kap6onnaTud AUC3 B/B B 1-1 AeHb, LKA
+kap6onnaTuH 28 aHen
TeMo30/10MMA Temo3onomug 150-200 mr/m? BHYTPb B 1-5-i1 AHW + 6eBauu3yma6 5-10 Mr/kr B/B B 1-i
+ 6eBauuzymab 1 15- AHW, umKn 28 gHeit
Besauu3ymab Besauusymab 5 Mr/kr B/B B 1-i1 1 15-11 gHu + 3Tono3ung 80 mMr/M? B/B B 1-5-i1 AHW, LnKA
+3TONO3NA 21 vnm 28 agHen
Besauuzymab Besauusymatb 7,5 Mr/kr B/B B 1-it AeHb + kapbonnatui AUCS B/B B 1-i4 fieHb, LKA
+ kap6onaaTuH 21 peHb
BeBauusymab Besauusymab 5-10 mr/kr 8/8 B 1-# 1 15-i AHW + MpuHOTeKaH 125-200 Mr/m2 B/B B 1-
+ VpUHOTEKaH 1 15-1 AHK, unKn 28 aHen
Ja6padenn6 AabpadeHn6 150 Mr BHYTPb 2 pasa B leHb eXe/JHEBHO + TPAaMeTUHMNG 2 M BHYTPb
+TpaMeTUHN6? 1 pa3 B leHb eXe/HeBHO, 10 NPOrpecCMpoBaHUsA UAW HeNepeHOCUMOM TOKCUYHOCTU
Bemypadennb BemypadeHn6 960 Mr BHyTpb 2 pa3a B AeHb eeHeBHO + KO6UMeTUHUG6 60 Mr
+KO6UMeTUHNG® BHYTPb 1 pa3 B AeHb B 1-21-1 AHM Kaxable 4 HeAenu, 0 NPOrpeccMpoBaHnA
W/ HerepeHOCMMON TOKCUYHOCTU

T CmaHdapmHblli pexxum das acmpoyumapHsix onyxonel (grade 3-4).
2 CmandapmHsili pexxum 05 acmpoyumapHsix onyxonel (grade 2-3).

3 [lnaonyxoneli c mymayueli B 2eHe BRAF.

MaumneHTaM c oMrogeHAporanomoii grade 3 B nocneonepalMoHHOM Neproje PeKoOMeH/0-
BaHbl JIT u XT (PCV nan MoHOTepanusa TeMO3010MUAOM). JIeYeHMEe MOXKHO HauynHaTh Kak ¢ /1T,
Tak u ¢ XT. Mpu nonHom oteeTe Ha XT npoBegeHue /1T MOXKeT BbITb OT/IOKEHO B KayecTBe
pesepBa Ie4eHUA NPU Pa3BUTHUM peumnanea (Taba. 6).

4.3.4.TceBponporpeccusa

Yepes 2-3 Mecaua nocne KOM6MHMpoBaHHOM X/1IT Ha KOHTPOAbHBLIX MPT MOXHO HabtoaaTh
deHoMeH NceBAONPOrpeccun ONyxoamn — yBeAn4eHune ee KOHTPaCTUPYeMOIi HacTu Npu OTCyT-
CTBMM HapacTaHWA HEBPOOTNYECKMX CUMNTOMOB 1 Npu cTabuabHbix go3ax [KC. B gaHHon
cuTyaumumn pekomeHgyetca MIT ¢ METUOHMHOM/TUPO3UHOM MM MPT C KOHTpacTUpOBaHMEM
Yyepes 2 MecAaua, uau, npu Heobxogumoctun, — CTB.

4.3.5. Ha6nawgeHue

MPT c KoHTpacTMpoBaHMeM B TPEX NPOEKLMAX B CTaHAAPTHbIX pexxumax — T1, T2, FLAIR,
T1cTonwmnHOWM cpesa, He NpeBbllWaloLW e 2 MM, BbINOAHARTCA Kaxble 3—4 MecaLa.
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4.3.6. He6naronpuatHbie ¢paKTOpbl NPOrHosa

lncTonornyeckne xapakTepUCTUKM ONYX0/Kn, Bo3pacT cTapuwe 70 f1eT, QYHKLMOHaAbHBIN
cTatyc no wkane KapHoBCKoro Huxe 60 %, HenosiHaa peseKLmna ONyxoau, BbICOKasa sKCnpeccuna
reHa MGMT (Man oTCyTCTBME METUAMPOBAHWUA MpOMoTOpa reHa MGMT), oTcyTcTBME MyTauum
BreHax IDH1/IDH2.

PekoMeHayeMbIlt anropuTM neveHna 60abHbIX ANPPY3HOM ramomolt grade 3—4 npea-
CTaB/ieH Ha puc. 4.

4.3.7. leyeHue peynaueos/nporpeccuposaHus

lpn BO3HNKHOBEHUW peunamBa/nporpeccupoBarmna 3aboseBaHna BONPOC O NOBTOP-
HOM XVWpYPruyeckom BMellaTeNbCTBE, MOBTOPHOW JIT U nekapCTBEHHON Tepanuu pellaeTca
UHAMBUAYansHo (puc. 5). Bugel /IT paccMaTpuBaoTCa B 3aBUCHMOCTM OT XapaKTepa peLu-
AVBa — SIOKa/IbHbIV B MECTe NepPBUYHON ONYXONU, OTAANEHHBIN, ANCCeMUHaLMA No 060104KaM
rONI0BHOMO M/WMAV CMUHHOTO MO3ra U T. 4., BpEMeHM oT Npeabiaylueit /1T, pasmepa HOBOro ovara.
B kayecTBe Tepanuu peKOMeH/0BaHbl PeXUMbI C BKAOYeHeM beBaLn3ymaba, cxeMbl C npena-
paTaMu naaTuHel, a Takxe XT TeM0O30/10MUAOM B C/ly4ae 06BEKTUMBHOIO OTBETA Ha JledeHne
B NEPBOW INHWMU Tepanuu uav nocae MXT no cxeme PCV/CV (1aba. 7).

Ta6auya 7. PekoMeHayeMble peXMMbl IeKapCTBEHHOW Tepanum peLaneoB AN Py3HbIX FIMOM
(grade 2-3-4) u ravoHelipoHanbHbIX onyxoneii (grade 3)

Pexxum Cxema nposegeHuna

TeMo30/10MMA Temo3010Mug 150-200 Mr/M? BHYTPb B 1-5-11 AHW, UmKkn 28 aHeii (5/23)
Temo30/10MUA B METPO- TeM030/10MUA 75 Mr/M? BHYTPb B 1-7-i1 AHW, KA 14 AHeit

HOMHOM pexume

Besauuymab Besauusymab 5-10 mMr/kr B/B B 1-i 1 15-i1 AHW, LKA 28 AHeit

Besauusymab Besauusymab 5-10 mr/kr B/B B 1-i 1 15- AHW + TeMo3onomug 150-200 mr/m?

+ TeM030/10MUJ, BHYTPb B 1-5- AHK, UMK 28 AHen

Besauusymab Beaumsymab 5-10 Mr/kr B/B B 1-i1, 15-1 v 29-i AHW + NoMyCTUH 90 Mr/M? BHYTPb
+ IOMYCTUH B 1-1 fieHb, UMK 6 Hegenb

Besauusymab 5-10 mr/kr B/8 B 1-i4, 15-11, 29- 1 43-i1 AHW + NOMYCTUH 40 Mr
BHYTPb B 1-14, 8-11, 15-1 1 22-I1 AHW, LMKA 6 HeAenb

Beauusymab Beaumnsymab 5-10 mr/kr B/B B 1-11 1 15- AHM + MpuHOTeKaH 125-200 mr/m?
+UpUHOTEKaH B/B B 1-¥ 1 15-11 AHW, UMKA 28 aHel

Besauusymab BeBauusymab 7,5 mr/kr B/B B 1-11 AeHb + kapbonnatun AUCS B/B B 1-1 fieHb, UMKA
+KapbonnaTuH 21 peHb

TeMo30/10MMg, Temo30/10M1a 150 Mr/m2 BHYTpb B 1-5-i1 AHK + KapGonnaTui AUC3 B/B B 1-i1
+KapbonnaTuH [ieHb, UMKA 28 fHel

NBocnpgenn6’ MNBocnpaenn6 500 Mr BHYTpb 1 pas B AeHb eeAHEBHO, 0 NpOrpeccupoBaHus

nm HeI'IEPEHOCVIMOVI TOKCMYHOCTU

' [ins onyxoneli c Mymayueli 8 2eHe IDH].
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4.4. Onyxonu cTBOJIa FOJIOBHOIO MO3ra

Mpu y3nosbix GopMax onyxosein CTBONA MO3ra, 3K30pUTHOM xapaKTepe pocTa, T.e.
npu MP-npu3HaKax NoNHOM UM YaCTUYHOW OTTPAaHUYEHHOCTH OT CTPYKTYP CTBOA (Hanpumep,
NP1 NMAOUAHON aCTPOLMTOME) NOKA3aHO yAaneHne ONyXo/u Uav oTKpbITas Guoncus. Janee,
B 3aBMCMMOCTM OT FMCTONOMMYECKOrO MarHo3a, Bo3pacTa v paAnKaAbHOCTU ylaNeHUA Ha3Ha-
yaoTca 1T u/nan XT. Mpu gndPy3Hom xapaKTepe pocTa M HEBO3MOXKHOCTY BbIMOHUTD faxe
CTB (13-3a BbICOKOTO PUCKa XKU3HEYTPOKAKOLMX OCIOKHEHMIT) PEKOMEH/0BAHO BbIMOJHEHNE
M3T-KT c aMUHOKMCIOTaMU ANA OLLEHKM CTeneHn aHanaasum onyxonun. HasHavenue 1T u XT
TakuM 60/1bHLIM NPOBOAUTCA B MHANBUAYaNbHOM NopajKe. PekoMeHAyeTCA NpUMeHeHne
CTepeoTaKcUyecKon TeXHUKKN 061yvenuns go COZ 54 Ip 3a 30 dpakuuin, otctynsl Ha CTV n PTV
MUHUMU3UPYIOTCA C y4eTOM MaKCUMMalbHO TOYHOTO ONpeAeNeHNs FPaHuL, OMyX0o/ v Ha OCHO-
BaHWUN CTPYKTYPHbIX M MeTaboAnYeCKMX MeTOA0B HelipoBM3yanusauumn. Npu BEHUAbHBIX
rIMOMax 4eTBEPOXO/NIMHOW NAACTUHKM NOC/e pa3pelerHmna rngpoledannm ocyliecTsaseTca
perynapHoe KanHndeckoe u MPT-HabtoAeHwe (B Cayyae NporpeccrpoBaHna ONyxoau pac-
CMaTpMBaeTCA BOMNPOC 06 yaaseHnmn onyxonu ¢ nocaeayowen JT).

4.5. DneHauMmoma

BbigenatoT Tpu 6MONOrNYeCKUX MOATUNA C YHETOM JIOKaNM3aLUnm NepBUYHOro ovara
M reHeTuYecKo abeppaunmu:

+ cynpaTeHTopuanbHas aneHgmmoMa c ZFTA fusion-positive; cynpaTeHTOopuanbHas aneH-
anMoma c YAPT fusion-positive;

©  3MeHAMMOMa 3ajHel yepenHoi AMKM rpynnbl A (PFA); aneHAMMOMa 3aAHEN YepenHom
AMKW rpynnbl B (PFB);

*  CNWHanbHaA aneHAMMoMa c aMnandukaymeit rena MYCN.

CreneHb aHanaasnMm oNyxoan yCTaHOB/EHA B KaXK/A0W HO3010TMN KPOMe «CMUHANbHOMN
3neHANMOMbl ¢ aMnandukauneii reda MYCN», 3Ta onyxonb nMeet He61aronpuATHLINA NPo-
rHO3 C BbICOKOW 4aCTOTO BO3HUKHOBEHWA OTCEBOB, 4TO HEO6XOANMO YUnTbIBaTL NPU BbIGOpeE
TAaKTUKN eYeHua.

Beayuiyto ponb B NpOrHo3e Urpaet xupypruyeckoe yaaneHue. lpn ToTanbHOM yAaneHuu
sneHanMoMmsbl grade 1 pekoMeHgyeTcsa HabatogeHme. [py yCTaHOBAEHUM 4MarHO3a SNeHANMOMbI
grade 2 unv grade 3 B nocneonepayMoHHOM nepuoge BbinoaHAeTCA MPT roN0BHOIO M CNIMHHOTO
MO3ra C KOHTPaCTUPOBAHMEM C Lie/Ibio BbIAB/EHUA BO3MOXHbIX CybapaxHOMAanbHbIX MeTacTa-
30B 1 UCCEA0BAHME CTIMHHOMO3rOBOW XUAKOCTU Ha OMYyX0NeBble KNETKU (He paHee 2 Heesb
nocse onepauun) (puc. 6).

[pu HepaAVKanbHOM yaneHun asneHAMMoMbl grade 2 unu asneHgmMome grade 3 npoBoaUTCA
NT1,8-2Tp ao CO/A 54 Ip nnn runodpakuymoHnposaHnue 3-5 dpakuuii go CO/, 18-25 p. Mpw BbI-
AB/IEHUM MeTacTasnpoBaHusa (no gaHHbiM MPT uau aHanusa amksopa) nposoautca KCO 36 Ip
cPOA 1,8 Tp. Mpu BbIABAEHUM OMYXOJ/IM B CIMHHOM MO3re BbiNoHAeTCA bycT-Tepanus 4o 45-59,4 p.
Mpu aneHAMMOMeE C I0KaIM3aL et B CTUMHHOM MO3re M HEMOIHOW Pe3eKLUMM ONYXOIM BbIMONHA-
etca /IT CO/ 45 Ip. BosmoxeH bycT o CO/ 50,4-59,4 Ip. Mpu Hebo/1blOM 06beMe U NOKaNbHOM
bopMe 0nyxo/iM BO3MOXHA CTepeoTakcuyeckas pagnoxupyprus go 14-20 Ip. (puc. 6).
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XT Ha3HavyaeTCsA NauneHTaMm C aneHgMMomMoin grade 3 1 MOXKeT peKOMEHA0BaTbCA B Clyyae
peuunamea aneHanMoMsl grade 2 (puc. 6), Aawe Npy OTCYTCTBUM 3/10Ka4eCTBEHHOMN TpaHcdop-
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 caegytowmx 2 neT, 3ateM — 1 pa3 B ro4 UAM Npu NoAB-
NIEHUN HEBPONOTrMYeCKMX CUMNTOMOB. B cnyyYae nporpeccupoBaHuna B BUAE CONNTAPHOTO
oy4ara paccMaTpuBaeTCs BOMPOC O NOBTOPHOM onepauuun uan, npm Hebonblimx pasmepax
peunanBa, — 0 pajUOXUPYPrUYECKOM IeYEHUMN.

Ta6auua 8. PekoMeHayeMble peXVMbl 1IeKapCTBEHHOMN Tepanuu SNeHAUMOM

Pexxum Cxema nposegieHus

Kap6onnatuH Kap6onnatux 100 Mr/m?B/8 B 1-5-11 AHuW, Umka 28-35 AHeit

Lucnaatuu Lincnnatud 80 Mr/m? B/B B 1-i1 AeHb, UumkA 21 AeHb

Temo3on0Mmng Temosonomug 150-200 Mr/mM?BHYTpb B 1-5-i1 AHW, UKA 28 AHel
3Tono3mng 3tonosug 50-100 Mr/m? BHYTpb UK B/B B 1-5-11 AHW, Lnkn 21-28 pHeit
Besauusymab Besauwm3yma6 5-10 mr/kr B/B B 1-1 1 15-11 AHW, UMKA 28 AHel
LincnaaTtvH + 3Tonosug Lincnnatuh 25 Mr/m? B/B B 1-4-i1 AHU + 3Tono3ug 80 Mr/M? B/B B 1-4-i1

AHW, UMKA 21 aeHb

LincnnatuH +31onosung, Lincnnatub 20 Mr/m2 B/B B 1-5-11 AHW + 3Tono3ug, 75 Mr/m? B/B B 1-5- AHn
+undochamng +udpocdamug 750-1200 Mr/m? (+ MecHa') B/8 B 1-1, 3-11, 5-71 AHW, LUKA
28 pHen
Kap6onnatuH +3Tonosug Kap6onnatux 300 Mr/m2 B/B 1 4ac B 1-it geHb + 3Tono3ug 140 mr/m?
+ BUHKPUCTUH 8/8 30 MUH. B 1-3-11 AHW + BUHKPUCTUH 1,4 Mr/m2 B/B B 1-1 1 8- AHW, UMKA
28 piHeld, 46 LUMK/OB B 3aBUCKMOCTM OT NEPEHOCUMOCTH
Temo30n10MMA Temo3zonomug 150 Mr/m? BHYTpb B 1-7-11 1 15-21-1 AHW, UmKA 28 fHel
+nanaTuHn6 +nanatuHn6? 1250 Mr BHYTPb 1 pa3 B CYTKM eXKeHEBHO A0 NPOrpeccnpo-

BaHWA UAn HenepeHocmmoﬁ TOKCUYHOCTU

Temo3o0n10MMA Temosonomug 150-200 Mr/m? BHYTpb B 1-5-i1 AHU + 6eBaum3ymad
+ 6eBauunzymad 5-10 Mr/kr B/8 B 1-11 1 15-11 AHW, UMKA 28 AHel

T MecHa npumeHsemcs B cymoyHol do3e, pasHoli 100% om do3bl udocamuda u pazdeneHHol Ha mpu
BBEJEHUSA B meveHue OHA: HenocpedcmseHHO neped BBedeHUeM ugocgpamuda u danee 4epes 4 u 8 yacos nocse
Hayana e2o UHPy3uu.

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

4.6. NMepBuyHaa ammdoma LLHC

Mop¢onoruyecku 6onee yem B 90% cnyyaes npeacTaBneHa AndpPpysHon B-knetou-
HOM IMMPOMOIA, OAHAKO BCTPEYAKTCA BCe GOPMbI HEXOAKKMHCKUX TMMPOM (T-KneTouHas,
BHYTPUCOCYANCTaAs KpynHoKkaeTouHas, MALT-nuMboma TBEpAON MO3rOBOW 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 Mosra kax/able 2 Mecsl,a B Te4eHMe NepBOro ro4a, 3ateM — Kaxzsle 4 mecaua
B TeyeHue 2-ro n 3-ro seT. HaumHasnA ¢ 3,5 neT MPT Ha3HavaeTca Kaxkable 6 Mecaues. MayneHTam
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. PekoMeHzyeMble PeXUMbI SleKapCTBEHHON Tepanvu NepBUYHON TMMGOMbI

Pexxum Cxema nposegeHua

MeToTpeKcaT + AeKcameTasoH MeToTpekcaT 3000-8000 Mr/m? B/B 24-4acoBas nHdy3us 1 pa3 B 14 gHeid,
+ TeMO30/10MU/, + PUTYKCUMab B 1-11 AeHb, 7 BBeAEHUN (+ Kanbuusa GpoamnHat 0,5 Mr/Kr B/B Kaxable

6 4acoB, HaumHaa Yepes 24 Yaca Noc/e BBe/eHNA MeToTpeKcaTa

1 N0/ KOHTPO/IEM CHKEHUS €ro KOHLEHTPALMM B KPOBW, BO 2-11 A€Hb)

+ leKcaMeTa3oH 8 Mr/cyT. B/B B 1-3-i1 AHW + TeMo3010MU4 150 Mr/m?
BHYTPb B 7-11-1 AHW, UMKA 28 AHeid, 4 LMKNa + pUTyKcumab 375 mr/m?
8/81pa3 87 AHel, B 3-11 AeHb, 6 BBeAeHUI (npyn B-kneTouHoi CD20
NO3UTUBHOW NMMbOME)

STonosung + uutapabuH 3Tonosma 5 Mr/Kr Kaxapie 12 yacos, 8 403, HenpepbisHas B/B MHPY3nA

B 1-4-11 aHu (06was fo3a 40 Mr/Kr 3a 96 Yacos UHY3UM) + LUTapabuH
2000 Mr/m? 2-4acoBas B/B MH}Y3WMA, Kaxable 12 4acoB, 8 403, B 1-4-11 AHK
(obwan go3a 16000 Mr/m?)

TeMo30/10MUA TeMo30/10M1g 150-200 Mr/M? BHYTPb B 1-5-11 AHW, unKn 28 aHen (5/23)
TeMo30/10MMA, Temo30/10M14, 150 Mr/M? BHYTPb B 1-5-11 AHW + pUTYKCMa6 375 mr/m?
+ pUTYKCMMab B/8B B 611 AeHb LKA 28 AHel (Mpu B-kneTouHoi CD20 nosuTueHOM auMdome)

BapvaHTOM BbiCOKOA03HOM XT MeTOTpeKCcaTOM ABAAeTCA BHyTpuapTepuansHas XT C BpeMeH-
HbIM OTKPbITUEM reMaTo3HUedannyeckoro 6apbepa. Y Mos0AbIX NaLMeHTOB pacCMaTpMBaeTCA
MeTOo/ BblICOKOZ03HOM XT Ha OCHOBE MeTOTpeKcaTa C NepecaKoi CTBOIOBbIX KN€TOK KPOBU.
[pn nonHOM OTBeTe, cOXpaHAlOLWEMCA B Te4eHMe roja C MOMeHTa BepuduKaLmm gnarHosa,
nauMeHT ocTaeTcsa nog HabatogeHueM. [py HenmoHOM oTBeTe nokasaHa /1T BCero roloBHOTo
Mo3ra B 403e 36 Ip (20 ¢pakumii no 1,8 Ip) c nocreayowmm nposeseHnemM MPT ¢ KOHTpacTu-
poBaHMeM U Npu HeobxoAMMocCTH ¢ gobasaeHuneM bycta go COJ 45 p Ha coxpaHstowmincs
ovar KoHTpacTupoBaHus (puc. 7, 8). Mpu MM ome rnasa BbINOAHACTCA UHTPABUTPeANbHOE
BBeJeHWe MeToTpekcarta u/vwau JIT rnasHoro a6noka (20 ¢ppakuymii no 1,8 Ip), a TakKe Ha3Ha-
YyeHune neHanmaommuza. [pu TAKes0M COCTOAHMM NaLMeHTa 1 0TKase oT npoBeeHnmn XT MoxeT
nposoanTbca runodpakymnonmposarHasn JIT go COJ 15-20 Ip.

3/10KAYECTBEHHbIE ONYXOJIN Tom/vol. 14(3s2) 2024
Malignant Tumors



ZOO MpakTuyeckme pekoMeHAauum RUSSCO

4.7.MepBUYHbIE FepMUHOreHHble (FepMUHATUBHO-
K/IeTO4YHbIE) OnyXonun

BcTpeyvatoTca npenMylLeCcTBEHHO B A4@TCKOM 1 MO10/0M BO3pacTe 1 XapaKTepusytoTca
BbICOKOW YyBCTBUTENbHOCTbIO K /1T 1 XT. BbigenaloT «4NCTYI0» FEPMUHOMY U HETePMUHOTeH-
Hbl€ FePMUHATUBHO-K/IETOYHbIE OMYX0/M (3MEPUOHANbHAA KAPLMHOMA, OMYX0Jb eNTOYHOTO
MellKa, XOpUOKapLMHOMa, TepaToMma (3penas, He3pesas, TepaToOMa CO 3/10Ka4eCTBEHHOM
TpaHchopMaLmeit), CMeLaHHbIe FEPMUHATUBHO-KNETOYHbIE OMYXOAN.

4.7.1. AnarHocTukKa

MPT ro/I0BHOTO ¥ CIMHHOIO MO3ra C KOHTpacTupoBaHueM, B-XI'Y, A®T, PLAP (placental-like
alkaline phosphatase) B KpOBM 1 CTMHHOMO3TOBOW XUAKOCTU. [TPU MOPAXKEHNU XMa3MaibHO-
CennapHou 061acTu UCCNEAYIOTCA TOPMOHBI TMnodum3a.

4.7.2. JleyeHne

Tepanuto repmuHoreHHeix onyxonei LLHC pekomeHagoBaHo NpoBOAUTL B CneLMannsm-
POBaHHbIX LieHTpax.

Mpwv BbIABAEHUUN MOBbIWEHUA OAHOTO MAM 060MX MapkepoB (B-XMY —=5xBIH,
A®M —=22xBIMH) nposoaaT XT 6€3 rMCTONOTMYECKON BEpUDUKALMM OMYXO/N C NOCAEAYHO-
WMM 061yHeHMEM Kenya04KoBOW cncTembl (40 yposHa C2 weiHoro no3soHka) PO 1,8-2 p,
CO/ 24 Tp (Npu OTCYTCTBMM MeTacTasnpoBaHMA No 0607104KaM CMUHHOIO MO3ra) ¢ 6yCToM
Ha ocTaTou4Hyto onyxonb go CO/J 30-45 Ip.

B c/yyae noAo3peHus Ha HaMuMe OCTaTOYHOM ONyX0/K (4alye — NPU HErepMUHOTEHHBIX
onyxonsx) 4o Hayana JIT pelaeTcs BONPOC O €€ XUPYPrUYeCKOM yAaneHUm.

MpU HOpManbHLIX YPOBHAX MapKepOB NoKaszaHa 6uoncua onyxonu. Mpu Heob6xoANMOCTH
pelwaeTca BONPOC O IMKBOPOLWYHTUPYIOLLe onepayum.

Ta6auya 10. Pexknm nekapcTBEHHO Tepanu repMUHaTUBHO-KNETOYHBIX OMyXonel

Pexum CxeMa npoBegeHus

«4YUCTAA» TEPMUHOMA

PeXuMbl NepBoi MHNK

3TONO3MA + LMCNAATUH 3tonosug 100 Mr/m? 8/B B 1-5-1 AHK + umcnnatud 20 Mr/m? B/8 B 1-5-1 AHW, UMKA
(EP) 21 AeHb, He 60/1ee 4 LMKNOB

BbaeoMuumH +310N03MA BnaeomuuuH 30 Mr B/B B 1-i4, 3-i4, 5-11 4HU +3Tono3mg 100 Mr/M? B/B, B 1-5-11 fiHK
+uucrnatut (BEP) +uucnnatvu 20 Mr/m? B/B, B 1-5- AHK, UMKA 214€eHb, He 6on1ee 4 LMKOB

Pe)knMbl BTOpOWA-TpeTbeit IMHNIA

Maknutakcen +upocd- Maknutakcen 120 Mr/m? /B B 1-i1 1 2-i AHn + udocdammg 1500 Mr/m?

amug +umucnnatud (TIP) B/B BO 2-5-11 AHU (+ MecHa' B/B BO 2-5-11 4HM) + u1cnnatu 25 mMr/m? 8/8 Bo 2-5-i
AHU (+ puarpacTum 5 MKr/Kr n/K B 6=15- AHW UK IMNBrGUATPACTUM 7,5 MP

n/K B 6-1 AeHb), UMKA 214€eHb, He 60/1ee 4 LMKNOB
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Pexxum Cxema nposegeHus

BuH61aCTUH + ndocd- Bunbnactn 0,11 Mr/kr B/B B 1-h v 2-11 AHU + ndocdpammug 1200 mr/m? B/B B 1-5-ii
aMug +umcnnatui (VelP) | axu (+MecHa' B/8 Bo 2-5-1 AHM) + uncnaatud 20 Mr/m? B/8 8 1-5-11 AHu (+ pun-
rpacTuM 5 MKr/Kr n/k B 6-15-/ AHW UAK SMN3FGUATPACTUM 7,5 M /K B 6-11 AeHb),
LMKA 214€eHb, He 6onee 4 LMKNOB

[eMumMTabuH + okcam- FemMuuTabuu 1000 Mr/m? B/B B 1-11 v 8-11 AHW + okcanmnaatuH 130 mr/m2 B/B B 1-i
nnatuH (GEMOX) ZeHb, UMKA 214€eHb, 4-6 LMKIOB
STonosung 31ono3mng 100 Mr/cyT. BHyTPb B 1-10-1 AHW, Nepepbis 14 AHelA, A0 NpOrpeccpoBaHmns?

HerepMuHoOreHHble onyxonun?

LincnnaTtvH +3Tonosng Lncnnatun 20 mMr/m? B/B B 1-5-14 AHW + 3TON03Mg 75 Mr/m? B/B B 1-5-i1 AHK
+udocdamug (PEI) +ndocdamung 1200 mMr/m2 /8 B 1-5-11 AHM (+ MecHa'B/B B 1-5-11 AHM), LnKn
21 peHb, He 6onee 4 LMKIOB

T MecHa npumeHsemcs B cymoyHol do3e, pasHoli 100% om do3bl udocamuda u pazdeneHHol Ha mpu

BBEOEHUSA B meveHue OHA: HenocpedcmseHHO neped BBedeHUeM ugocgpamuda u danee 4epes 4 u 8 yacos nocse
Ha4ana e20 UH@y3uu

2 Moxxem ucnonb3o8amscsa npu HeBo3MoXXHoCcmu uau Heue/vecooépa3Hocmu npoae&eHun 60s1ee UHMeH-
CUBHbIX pe)XXuMosB ie4eHua

3 Pesxxumbl Bmopoli-mpemseli AUHUL Me e, 4Mo u Npu «4ucmoli» 2epMuHome

YposeHb MapkepoB (ADM, B-XTY) uccneayercs nepej Hauyas oM KaxAoro yukaa. Mocne
KaXablx 2 UMKN0B BbiNoNHAeTCA MPT ro0BHOIO 1 CMMHHOIO MO3ra C KOHTPacTUpOBaHUeEM.
o Hayana nevyeHna y pepTUAbHBIX MYXUYNH peKoMeHAyeTCa 06CyAnTb BOMPOC O KPUOKOH-
cepBauUuy CNepMbl.

4.7.3. HabawpaeHue

MPT ronoBHOro 1 CMMHHOTO MO3ra BbINONHAGTCA KaXKAble 3 MecAilla B TeYeHue nepBoro
roga, 3ateM — Kaxkable 6 MecALeB B Te4eHne ABYX 1€T, 3aT€M —1 pa3BroguannpunoasneHnun
HEBPOJ'IOFVI‘-IECKOP’I CUMNTOMATUKN.

4.7.4. PeunamnBbl «K4UCTbIX» FEPMUHOM

PekomeHayeTCA NpUMeHeHME XMPYPriYeCcKoro BMelaTenbCTBa, 10KabHOr0 061y4eHns
Bcen LUIHC, noanxumumoTtepanuu, BbICOKOA03HOM XT € ayTONIOFMYHOI nepecajKkoli reMaTo-
NO3TUYECKNX CTBOJIOBBIX KNETOK.

4.8. MeHMHruoma

Llenbto Xnpypruyeckoro eveHns MEHUHIMOM ABAAEGTCA MaKCMMaNbHO pajnKanbHoe yjaa-
neHve onyxonu. Mpu HepaguKanbHOM yaaneHuu meHuHromsl (grade 1) pekomengyetca 1T
cPOA1,8-2,0Tp ao COJ 50-54Tp; c POA7,5Tp ao COA 22,5 Tp; c POA 5,5 Tp ao COA 27,5 Tp
AN cTepeTakcuyeckon paguoxmpyprum go COJ 14-16 Ip. Y nayneHToB C MEHUHIMOMON
grade 2 pekomeHayeTca JITcPOA 1,8-2 Ip o CO/J, 54-60 p uau runoppakumonHan JiT/cte-
peoTakcuyeckan paguoxupyprua. lNpu mennHruome grade 3 soinonnaetca /1T ¢ PO/ 1,8 p
0 CO/ 59,4-60 p, BO3MOXHO pagMOXUpypruyeckoe n runoppakLMoHMpoBaHHoe 061yyeHue.

3/10KAYECTBEHHbIE ONYXOJIN Tom/vol. 14(3s2) 2024
Malignant Tumors



202 MpakTUYecKue peKoMeHAaunm RUSSCO

Bo Bcex cnyvaax GTV BK/NOYaeT KOHTPaCTMPYeMYI0 HYacTb ONYXOAN U rMNepocTaTuyeckme
N3MeHeHus, BOMpOC 06 061y4eHnn «4ypasibHOro XBOCTa» pellaeTca MHANBUAYanbHO. Mpu Me-
HuHrnomax grade 2-3 8 GTV BK/tOYaeTCA 10Xe yaNneHHON ONyxon. B cayyasax MEHUHTMOMBI
grade 3 BO3MOXHO nposegeHue XT (Taba. 11).

Ta6auua 11. PekoMeHzyeMble peXUMbl IeKapCTBEHHON Tepanum Npy aHanaacTUYecKkon
MEHWHIr1MoMe /U Npy arpecCUBHOM TeYeHUM MeHUHrMoMbl grade 1-2

Pexxum Cxema nposegeHus

Besalusymab Besauusymab 5 Mr/kr 8/8 B 1-1 1 15-/1 AHW + CyHUTMHKUG 50 Mr/cyT. BHYTPb B 1-28-11 AHu,
+CYHUTUHUG | LWKN 6 Hegenb

Besauusymab Besauusymab 5-10 mMr/kr B/B B 1-i 1 15-i AHW, uMKA 28 AHeit

Besauuzymab Besauusymab 5-10 mMr/kr B/B B 1- 1 15- AHW, UMKA 28 AHeit + 3BepoauMyc 5-10 Mr BHYTPb
+23BeponnMyC | 1pa3s B CyTKM eXeAHEBHO A0 NPOrPecCMpOBaHA MU HEMePEHOCUMON TOKCUYHOCTH

CyHUTUHMNG CyHUTUHKUG 50 Mr BHYTPb 1 pa3 B CyTKM exeHeBHO B 1-28-11 AHM LKKA, 6 Heaenb

4.9. SM6puoHanbHble onyxonum (grade 4):
- Meaynno6nacrtoma (4 6uonoruyecknx noaTuna);
- aTMnuyHasa TepaTtoupgHasa/pabaounaHas onyxonb;
- Kpu6pudopmMHan HelipoanuTenmanbHas onyxonb (grade He ycTaHOBAEH);
- 3M6pUOHaNbHaAA ONYX0/b C MHOFOCAOWHbLIMU PO3eTKaAMMU;
- Heiipo6nactoma LLHC c akTuBayueii rena FOXR2;
- onyxonb LLHC c BHyTpeHHeil TaHAeMHOM AynauKaymeit rena BCOR
(grade He ycTaHoBAEH)

4.9.1. AlvarHocTuKa

MPT ro/10BHOIO U CAIMHHOTO MO3ra C KOHTPAacTUpoBaHueM. LiuTonornyeckoe nccnegosa-
HUe NMKBOPa. MauneHTbl C SM6pUOHabHBIMY OnyxonaMu LIHC MOryT UMeTb Hac1e ACTBEHHBIN
OHKOIOrMYECKUN CUHAPOM (CUHAPOM TOpPAMHA UAKM CUHAPOM Jln-DpayMeHn) U HYKAaTbCA
B reHeTUYECKOM KOHCYbTUPOBaHMU. MicnonbsyeTca knaccudukauma TM (C. Chang) (Taba. 12).

Ta6auua 12. Knaccudukauma megynnobnactom no C. Chang (1969 r.)

Kateropum

M XapaKTepuctuka

T1 Onyxonb MeHee 3 cM B naMeTpe, pacnonaraeTca B npe/jesax YepBa MO3XeuKa, Kpbim [V
eNy/04Ka, NONyLIapUiA Mo3xeUKa

T2 Onyxonb 6onee 3 cM B AnameTpe, NpopacTaeT B COCeAHME CTPYKTYPbl UM YAaCTUYHO 3aN0NHAET
IV xenyao4ek ronosHOro Mosra

T3A Onyxonb 6onee 3 cM B AnameTpe, MPOPACTAET B /jBe COCEAHUE CTPYKTYPbl MW MONHOCTbIO
3aM0/IHACT YeTBEPTbIN XeNyA04eK C pacnpoCTPaHeHMeM Ha BOAOMPOBOA, OTBepCTe MaxaHam
nnn oteepcTyie JIIOWKa, 4TO NPUBOAUT K BbIPAXEHHON BHYTPeHHeN ruapouedanmnm
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Kareropum

M XapaKTtepuctuka

T3B Onyxonb 6onee 3 cM B AMaMETPe, BO3HMKAIOLWAA U3 JHA YETBEPTOrO XKeNyA04Ka UK CTBONA
ro/IOBHOrO MO3ra U 3ano/IHAWas HeTBEPThIN Xenya04ek

T4 Onyxonb 6onee 3 cM B AnameTpe, KOTOPaA Bbi3biBaeT riApoLedanio 3a CHeT NepeKphITUA
nyTei oTTOKa MKBOpa (160 BoAONPOBOAA MO3ra, ME0 0TBEPCTHIA JloWKa 1 MaxaHaw)
1 npopacTaeT B CTBO/ MO3ra

MO HeT mMeTacTasmposaHua

M1 B nvKBOpE NPy MUKPOCKONMYECKOM NCCNeA0BaHNN ONPeAenstoTCA OMyXoaeBble KNeTKM

M2 MeTacTasbl B npegenax cybapaxHongansHoro npoctparctsa |l v IV xkeny 04KkoB ronoBHOro Mosra

M3 MeTtacTasbl B cybapaxHouaanbHOM NPOCTPaHCTBE CMUHHOIO MO3ra

M4 MeTacTasbl 3a npegenamm LeHTPabHON HEPBHOM CUCTEeMbI

4.9.2. leyeHue

PagvKanbHas xupypruyeckas pesekLma accounmpyeTca CAy4WnM NporHo3omM. Npu Heo6-
XOAMMOCTM B NOCAEONEPALMOHHOM Neprnoje BbiNONHAEGTCA BEHTPUKYOMEPUTOHEANbHOR
WYHTUPpOBaHME, O4HAKO chefyeT NOMHUTb O BO3SMOXHOCTWU IMKBOPHOIO MeTacTa3npoBaHuAa
B 6ptoWwHyto NosocTb. MPT CMMHHOIO MO3ra, eC/I OHO He BbIMOJIHEHO A0 OnepaLun, peKo-
MeH/J0BaHO BbIMO/JIHUTL He paHee YeM Yepes 2-3 Hejenun nocae onepaunu, 4Tobel nsbexaTsb
MOCTXMUPYPruyecknx aprepaKkTos.

Mocne onepaynu naynerTam ctapwe 18 net nposogutca T (KCO ¢ POJ 1,8-2 Tpn COJ
40 35 Ip C 4ONONHWTENbHBIM BYCTOM Ha 10Xe onyxoau Ao 55 Ip). Mocae /IT nposoautca XT
(ta6n.13). Bcem naumnentam nposoanTca XT. MPT roN0BHOMO M CMIMHHOMO MO3ra C KOHTPACTK-
poBaHMeM BbINMOHAGTCA Kaxable 2 UnKna Tepanun. B cayyae octatouHol onyxoam nocae 1-i
NvHnn Tepanuu BoinoaHaetca M3T-KT ¢ METUOHMHOM/TUPO3NHOM U MPU COXpaHeHUN MeTa-
601M4eCcKol aKTUBHOCTM OMYXONM NPOJ0/KAETCA NeYEHNE C BO3MOXHBIM U3MEHEHNEM CXeM
XT u/van ncnonbzosanunem JIT B pexxumax paAnoxnpyprum am runoppakLnoHNpoBaHUA.

Ta6auua 13. PekoMeHayeMble peXUMbl IeKapCTBEHHON Tepanuu MeAyn1061acToMbl

Pexxum Cxema nposegeHus

LincnnaTtuH +3Tonosug Lincnnatun 25 Mr/m? B/B B 1-4-i1 4HU + 3Tono3ug 80 Mr/m? B/B B 1-4-i1 fiHK

+ uuknopochammng + umnknodocdamug 600 Mr/m? B/B B 4-11 fieHb, UMKN 4-6 Hesenb, 6 LIMKIOB

LincnnatuH +3tonosung Lincnnatun 20 Mr/m2 /B 1-5-11 AHW + 3Tono3ug 80 Mr/m? B/B B 1-5-1

+ndpochamng AHW + ndpocpamug 1500 Mr/m? (+ MecHa') B/B B 1-i1, 3-i4, 5-11 AHW, umKn
21-28 pHeit (B 3aBUCUMOCTM OT NEPEHOCUMOCTH), 46 LMKNOB

Lincnnatu + noMycTuH Lincrinatuu 70 mr/M? 6-4acosas B/B Hy3usa (kapbonnatun 400 mr/m?

+ BUHKPUCTUH B/B1-4acosas UHyY3Ms) B 1-11 AeHb + OMYCTUH 75 Mr/M2 BHYTPb B 1-71 ieHb

+ BUHKPUCTUH 1,5 Mr/M? (MakcMasbHas £03a 2 Mr) B/8 8 1-11, 8- v 15-1
[AHW, UMKN 41 aeHb, 8 unKioB

Temo3onomma TeMmo3010Mua 150-200 Mr/M? BHYTPb B 1-5-11 AHW, UMKA 28 aHelt (5/23)
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Pexxum Cxema nposegeHus
2TONno3mnA 3Tonosug 50 Mr/m2 BHyTpb B 1-21-1 AHW, Lmkn 28-35 fHelt
TeM030/10M1A + UPMHOTEKaH Temo3onommng 150 Mr/m? BHYTpb B 1-5-11 iHW + upuHOTeKaH 50 Mr/m?
+ 6eBaunzymad B/B B 1-5-/1 AHWM + 6eBaum3yma6 10 Mr/kr B/B B 1-i 1 15-7 AHW, LMKA
28 pHen
Bucmopgern6? Bucmopgern6 150 Mr 1 pa3 B ieHb BHYTPb eXe/JHeBHO /0 NpOrpeccupoBa-
HWSH LI HEMEPEHOCUMOM TOKCUYHOCTU, LKA 28 AHeN (40 26 LyKNOoB)

T MecHa npumeHsemcs B cymoyHol dose, pasHoli 100% om do3bl ugocamuda u pasdeneHHol Ha mpu
BBeOEHUS B medeHue OHA: HenocpedcmBaeHHO neped BBedeHUeM ugocpamuda u danee yepes 4 u 8 yacos nocne
Hayasia e20 UH@y3uu.

2 [puakmusayuu SHH nymu.

3M6pMOHa/bHBIE OMYXONUN CynpaTeHTOPUaNbHON N0KaNN3aL MK, TaKne Kak HelipobaacToma
VAW raHranoHeinpobaacTtoma, y nauneHTos cTapue 18 neT BcTpevalTca pejko. B Hosow
knaccuoukaumm (BO3 2021 1) B pasaene «/lpyrme sM6puMOHasbHble OMYXONU» MOABUANCD
Cpasy TP HOBbIE HO30/10TUK:

1) kpubpudpopMHas HelipoanuTennansHas onyxonb (o6o3HayeHa Kak «BpeMeHHas
eanHULa»).

2) onyxonb LIHC c BHYTpeHHeii TaHAEMHO gynaukayuei reHa BCOR.

3) Heipobnactoma LHC c akTmBaumen reHa FOXR2.

«McyesHyBLWMe» raHrIMoHepobaacTomMbl LIHC Bowan B cocTas rpynnsl «Heipobnactoma
LIHC, c akTuBaymen reHa FOXR2». MockonbKy Bce 3M6pUOHa/bHbIe OMyxoaun UMetoT grade 4,
KpoMe «Kpu6pndOPMHON HEMpOINUTENNANLHON OMYX0NU (BpEMEHHARA e4UHNLLA)» U «OMYXO/Nn
LHC c BHyTpeHHel TaHAeMHOM AynavKkaumen reHa BCOR», npu KOTOpbIX CTeneHb aHaniasum
elle He onpejesieHa, NnauneHTaMm B 06A3aTe/IbHOM NopAgKe HE06X0ANMO NpoBoANTL JIT u XT
(tabn. 14, puc. 9).

Ta6auuya 14. PekoMeHzyeMble peXUMbl IeKapCTBEHHOI Tepanum
Heinpo6.1acToMbl/raHr IMoHeRpo6aacToMbI

Pexxum CxeMma nposegeHuns

Temo3010MMA Temo3zonoMug 150-200 Mr/M? BHYTPb B 1-5- AHW, LKA 28 AHeit

STono3mna 3Tono3ung 50 Mr/m? BHYTpb B 1-21-11 AHW, UnKA 28-35 AHeit

Temo3on0Mung Temo3zonomug 150 Mr/mM? BHyTpb B 1-5-i1 AHKM + kap6onaaTH AUC3 B/B B 1-11 AeHb, UMKA

+ KapbonnatuH 28 AHel

Kap6onnatuH Kap6onnaTtuH 200 mr/m? B/B 1-yacosas uHy3ua B 1-3-i1 aHW + 3Ton03ma 150 Mr/m?

+ 3TOMO3NY B/B 30-MUHYTHasA MHY3MA B 1-3-11 AHW, UMKA 21 AeHb, 4-6 LMKIOB B 3aBUCUMOCTY
OT NepeHOCMMOCTH

LincnnatuH Lincnnatun 40 mr/m? /B 1-4acoBas nHdy3sua B 1-3-i1 gHu + 3Tonosng 120 mr/m?

+ 3TONO3MA B/B 30-MUHYTHasA MHPY3MA B 1-3-11 A4HK, UMKA 21 AeHb, 4-6 LMKNOB B 3aBUCUMOCTU
OT NepeHOCUMOCTH
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Pexxum Cxema nposegeHuns

Besalusymab Bepauusymab 5-10 mr/kr B/B B 1-i1 1 15- AHW + MpuHOTeKaH 125-200 mr/m? B/B B 1-i
+ UpVHOTEKaH 1 15- AHW, UMKN 28 gHel

Temo3010MU1A Temo3zon0Mug 150 Mr/M? BHYTpb B 1-5-i1 AHW + MprHOTeKaH 50 Mr/m? B/B B 1-5-1 AHK
+ VPUHOTEKaH +6eBaunymab 10 mr/kr B/B B 1-ih 1 15- AHW, UunKA 28 fHel

+ beBaun3yMab

LincnnatuH Lincnnatui 20 Mr/m2 B/B B 1-5- AHW +3Tono3ua 75 Mr/m? /B 1-5-1 gHu + upocdamms
+ 3TOMNO3NA 750-1200 Mr/m? (+ MecHa") B/8 B 11, 3-1 1 5-11 AHW, UMKN 28 AHel
+ ndochammy,

! MecHa npumeHsemcs B cymoyHol dose, pasHoli 100% om do3bl ugocamuda u pasdeneHHol Ha mpu
BBEOEHUS B meyeHue OHA: HenocpedcmBeHHO neped BBedeHUeM ugocgamuda u danee yepes 4 u 8 yacos nocne
Ha4ana ezo UH@y3uu.

4.9.3. Ha6bnawpgeHne

MPT ron0BHOIO M CMMHHOIO MO3ra C KOHTpaCcTMpOBaHWEM BbINO/IHAGTCA KaXAble 3-4 mecAua
BTe4YeHue nepsbixX 2 neT, 3aTeM — Kax/ble 6 MecAueB B TeyeHne 3-rom 4-rorogos, 3ateMm —1 pa3
BTroj nan npu noABNeHNN HEBPONOTrUHECKNUX CUMMNTOMOB.

4.10. Onyxonu WUIWKOBUAHOMW XKenesbl:

- nuHeouymToma (grade 1);

~ NUHeaNbHaA NapeHXMMaTO3HaA ONYX0/b MPOMEXYTO4YHOU AuddepeH-
umposkwm (grade 2-3);

- nanuAnspHas onyxosb NUHeanbHou o6nacTu (grade 2-3);

- nuHeo6nacTtoma (grade 4);

- AecMonsacTUYecKas MUKCOMAHAA ONyXoab NMHeanbHoi o6nactu
c MyTauyueii B reHe SMARCB1 (grade He ycTaHoBAeH)

TaKTuKa nevyeHna ONyxonen WUIWKOBMUAHON Xenesbl 3aBUCUT OT CTENEHM UX aHaniasnmn
M 6MONOrMYECKOro NoBeAeHMUA.

MuHeounToma grade 1 TpebyeT TONBKO XUPYPruYeCcKOro neveHus. Y naLneHToB C nnHeanb-
HOM NapeHX1MaTO3HOM OMYX0/bio MPOMEXYTOoUHOM AuddepeHumposkm (grade 2) v nanun-
NAPHOI OMyXO/blo MMHEeanbHOW 06aacTu grade 2 Npu OTCYTCTBUM AUCCEMUHALMM OMYXON
no cybapaxHoujasbHbIM NpoCTpaHcTBaM npoBoAnTca JIT Ha N0XKe yaaneHHOW onyxonu.
MaymeHTaM C NTMHeaNbHOM NapeHXMMATO3HOMN OMYXO0/bi0 MPOMEXYTOYHON AnddepeHUNPOBKN
(grade 3) v nanuanspHoi onyxonbto NnuHeanbHo o6aactym grade 3 BoinonHaetca JIT Ha noxe
OMYX0AW M BeCb CIUHHOM MO3T, a 3aTeM — XT. Pexumbl /1T, XT 1 ocobeHHOCTM HabaoAeHUs
aHa/s0rMYHbl TAKOBbLIM NMPY 3MNEHAMMOME U SMEPUOHANbHBLIX onyxonax (ta6a. 8, 13, 14).
Y ocnabneHHbIX NaLMeHTOB CO 3/10Ka4eCTBEHHbIMU OMYXO/IAMU MUHEaNbHOM 061acTH 1edeHne
MoXeT 6bITb HayaTo ¢ XT ¢ nocneayowmnm MPT-KOHTpOIeM rO/I0OBHOTO U CMMHHOFO MO3ra
nocne 2 unun 4 ynknos XT c nnaHuposaHuem JIT.

3/10KAYECTBEHHbIE ONYXOJIN Tom/vol. 14(3s2) 2024
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> ToTanbHas Het Ha6nogeqvne MPT
peseKkuus 1pa3s B 3-6 Mecaues
DaKTOpbI BLICOKOrO PUCKA PaHHEro peLyAnBa:
Anddysnan o| BO3pact > 40 ner, pasmep onyxonu 6onee
r“”g”g 7| 60 MM, HeBponoruyeckmii AeduumT, nopae-
grade HUWe ABYX AO/EN NN MO30NCTOrO Tena

CTB, oTKpbITas
> 6uoncus, —PILI—»
4acTUYHOE nK
cybToTanbHOE AT=XT

yaaneHve >

PucyHok 2. Anroputm nederns 60nbHbIX gnudysHon ranomoii grade 2.

JIT c TeMo30/10MUAOM

+aabtoBaHTHas XT

TEMO30/10MMA0M
] AcTpouyutoma
—>| Het |—>| Ypaanenve |—> grade 3-4 | . AT+ XT
TemMo30/0-
MUAOM

He6naronpuatHble o IT+ XT

$aKTopbl NporHosa: PCV/CV

+ Bospacr > 70 net oar

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

* Gosblue pasmepel —PILI—V NIT/XT, cumnTomaTtnye-
onyxonu / rny6okoe cKasl Tepanua
pacrnosioxeHune

—>| Ja |—> CTB nan
OTKpbITas
6uoncus
—»| Her CuMnToMaTnyecKan
Tepanua

6 —2nuobaacmoma;
OAr —onuzodeHopozauoma;
PCV — noMycmuH + npokap6a3uH + BUHKPUCMUH;
CV —10MyCMUH + BUHKPUCMUH.
PucyHok 3. Anroputm nedeHuns 60/1bHbIX AnddysHoli ramomoint grade 3-4.
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—>| MonHbIN OTBET Ha NieveHne l— —PI Bo3o6HoBneHne XT MeTOTpeKcaToM |
MNposogunack 2
XT BbicO- g
KUMK f03aMun El
MeToTpeKcaTa a
HeT nonHoro oTeeTa Ha sieyeHne < JIT Bcero ronoBHOro Mosra
=
o
<
=
s
He nposoannack XT BbICOKMMM j03aMK MeTOTpeKcaTa l— —>> XT Ha ocHoBe MeTOTpeKcaTa
— uwin
TeMO30/10M1J, + PUTYKCUMab
nm
Apyrve pexxumbl XT

PucyHok 7. AAropuTM ne4eHuns 60/1bHbIX C peLngnBoM TMMGOMbI.

JIT Ha noxe
Her YAaneHHow
- onyxonm + XT
3
X T/
- 2 Mertacrasbl:
Helipo6ractoma/ 5 . . CTepeoTak-
ranroneipo- [ £ [ 00 S oo || Creckan
6nactoma z B /iMKBOpE xwp))((gll'wﬂ/
[
o
a
Ll g || KcO+xT
PucyHok 8. Anroputm nevenus 60/bHbIX Helipobaactomoit LIHC
1 raHravoHenpo6aactomont LIHC.
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