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NMEPBUYHDbIE ONYXONU
LLEHTPAJIbHOW HEPBHOW CUCTEMBbI

BdaHHOM pa3desie yKazaHbl KpUmepuu OUeHKU KAUHUYEeCKOU 3Ha4UMOCmu npuMeHeHus 0opo20cmos-
wellnpomusoonyxosegoll nekapcmaeHHOU mepanuu 8 COOMBEMCMBUU CO Yikaaail, pazpabomaHHol
sKcnepmHol epynnodi(cm. cmp. 7). B mexcme oHu 0603Ha4eHbl, Kak MazHUMyda KAUHU4eCKOl
3Haqumocmu (MK3).

KonnekTtus aBtopos: Yantun A0, Xenyakosa O.I,, MeaHos .M., Kobakos /1., Mau-
ko M.B., Hacxnetawswau [.P., PeikoBa M.B., CemeHoBa A.U.

KntoueBble cnoBa: onyxoan LEHTPasbHOW HEPBHOW CUCTEMbI, rno6aacToMa, acTPOLMTOMA,
3MeHAUMOMa, nepBuyHas AMMPOMa, repMMHOMA, HelipobiacToMa, MeAynn06nacToMa, OAUrO-
AeHApOrn1oMa, NMHeo61acToMa, MeTUAMPOBaHUE, XMMUOTEpanus, y4esas Tepanus, reH MGMT,
Ko-geneuus 1p/19q, reH IDH1, ren IDH2

1. KIACCUODUKALUNA N ONPEAENEHUE CTAAUN

Knaccudukauma TNM B HeipOOHKONOI MM HE UCNONb3YyeTCA.

2. AMATHOCTUKA

2.1. O6cnegoBaHne
O6cnegoBaHue NaumneHTa ¢ nepBuYHoON onyxosbto LIHC BkatovaerT:

. C60p AaHHbIX aHaMHe3a;

. HeBpOI’IOFVHECKVII‘/II OCMOTp C OLleHKOVI O6IJ.leM03FOBbIX n/nnm ovaroBbix HeBpoO-
JIOTNYECKNUX CUMNTOMOB, HA/IMYUA CYJOPOXKHOIo CMHAPOMaA, HapyleHnAa ,Cl,BVI)KeHVIl"’I,
HYBCTBUTE/IbHOCTWU, pe4un, npakcmca, CUMNTOMOB NOpaeHNAa 4YepenHbiX HEpPBOB,
NCUXNYECKUX HapqueHVIﬁ, MEeHUHreaZbHbIX CUMNTOMOB,;

. OoCMOTp Hel‘r‘ipOOCbTafleOﬂOra (Ol.leHMBaIOTCH OCTpOTa 3peHunAa, nonAa 3peHuna, cocTtonA-
HUe ANCKOB 3pUTEe/IbHbIX HEPBOB, r1a3oABuUraTte/ibHble Hapymeva);

. OCMOTp OTOHeBpoO/Ora,
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HeﬁpoBI/I3yal1M3aLll/lOHHble nccnegoBaHuAa:

MPT B Tpex NpoeKLMAX B CTaHAAPTHbIX pexuMax (T1, T2, T1c KoHTpacTMpoBaHueM,
FLAIR, DWI); npv NOKaAn3aumm onyxoam B 061aCTvi peyeBbIX U ABUraTe/IbHbIX 30H
BbINO/IHAEGTCA GYHKLUMOHaNbHasa MPT (GMPT) u MP-TpakTorpagus. Mpu onyxonsax
C PUCKOM MeTacTa3snpoBaHuA, a TaKXKe NP1 NOA03PEHNM HAa ANCCEMMHALMIO ONy-
X011 no 060104KaM CMMHHOTO Mo3ra BeinoaHAeTcAa MPT Bcero cnmHHoro Mosra
(weitHoro, rpyAHOro, MOACHUYHO-KPECTLOBOrO) C KOHTPACTUPOBaAHUEM;

K OMYXO/JAM C PUCKOM MeTacTa3npoBaHNA B CTPYKTYPbl FONIOBHOFO U CAIMHHOTO
Mo3ra oTHocAaTcA aAnddysHasa ramoma cpegHen IMHNN C anbTepaumnei B reHe H3
K27; puddysHasa nonywapHas ramoma c MyTaumeli B reHe H3 G34; mukconanu-
NApHasA 3NeHAMMOMaA; CMMHaAbHasA dNeHANMMOMa C aMnnduKaumenn reHa MYCN;
cynpaTeHTOpManbHas 3NeHAUMOMA; rnobaacToMa C NPUMUTUBHBIM HelipoHasb-
HbIM KOMMOHeHTOM (oco6eHHO c amnandukaymeit reHa MYCN); sM6puoHanbHble
OMyXO0/11; OMYXO/N WNLWKOBUAHO enesbl (0cO6eHHO C runepaKcnpeccueit reHa
FOXR2, amnandukaumeri rena MYCN n anbTepaument reHa RB1-npenmyuecteeHHo
y AeTel); NMHeanbHas NapeHXMMaTO3Han OMyX01b MPOMENYTOUHO AnddepeH-
unpoBKM grade 3; nanuanspHas onyxonb nuHeanbHow o6aactu grade 3 (peako);
nuHeo61acToMa; NUAOYMUTapHas acTpoLyUToMa (PeAKo); MMAOMUKCOUAHASA acTpo-
uuTOMa;

npu HeobxoanMocTu BoinonHAaeTca MP-anrnorpadpus, MP-nepdysua, MP-cnek-
TpocKkonus;

B CJly4ae NepBUYHOW OMYXOUN CMMHHOTO MO3ra — BbinosHAeTcA MPT cnnHHOro
MO3ra, B C/ly4ae OMnyXxo/nm ¢ pUCKOM MeTacTasMpoBaHMAa — BbinosHAeTca MPT
rO/IOBHOTO MO3ra C KOHTPACTHbIM yCUeHneM;

NPV HEBO3MOXHOCTU BbiNoAHeHWA MPT (Hannumne KapaMoCTUMYyAsTOpa Uan deppo-
MarHUTHbIX UMNAAHTOB, APYrue NpuUnHbl) npoBoAnTCca KT c KOHTpacTUpoBaHMeM
(KT-nepoysus, KT-aHruorpadus);

npu Heo6xoaumocTu (AnddepeHumnanbHan ANAarHOCTUKA C MHPEKLMOHHBIMMY,
AEMUENVHU3UPYIOLW MU, COCYANCTHIMU U MPOYMMM 33601€BaHUAMM) BLINONHACTCSA
M3T (N3T-KT) c METUOHWUHOM, TUPO3UHOM, METUAAONA;

NPV HEBO3MOXHOCTU BbIMOAHUTL TMCTONIOFNYECKOEe UCCe,0BaHNE OMYX01eBOM
TKaHW KAUHWYECKUI 4MarHO3 MOXeT 6biTb YCTaHOB/EH Ha OCHOBAHWUM Helpo-
BU3YyaNn3aLNOHHbIX METOAUK (MPT, M3T-KT ¢ aMMHOKMcnOTaMM);

nayueHTaMm C r/IMOMaMn B Te4eHue nepebix 24—72 4acoB NocneonepayMoHHOro
nepuoga BoinonHaetca MPT/KT c KoHTpacTupoBaHuem;

WHCTPYMEHTa/ibHble UCCNe[0BaAHUA:

331 — NpU HaNNYUMN CYAOPOKHOFO CUHAPOMA;
peHTreHorpa¢ua n/vnam KT opraHos rpysHON KNeTKuy;
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- DKT, OxoKl — no nokasaHWAM: NPy HaAN4MM KapANOBaCKYNAPHbIX 3a6oneBaHmi,
B BO3pacTe cTapuwe 60 neT, B ciy4ae npejnosiaraeMoi onepauunm B N0JI0XKeHUN
«CnMAA» NpY NAaHNPOBAHUM y4YeBOM N/ NAN XUMMoTepanuu;

—  Y3M BEH HUKHWX KOHEYHOCTEN (AN UCKNOYeHUA TPOM603a), Y3U BHYTPeHHMX
OpraHos;

+ nabopaTopHas AMArHOCTMKA: pa3BEPHYThI KAMHNYECKUIA U BUOXUMUYECKUIA aHaNN3bI
KpoBM, Koarynorpamma, D-gumep, o61uit aHaans Moum, onyxonesbie Mapkepsl (PIA,
AO®T, XY v gpyrue) no nokasaHmaMm.

PekoMeHayeMbIli aArOpUTM AnarHocTuku npu onyxonax LLHC npeactasneH Ha puc. 1.

2.2. Mopdonoruyeckuii U MONEeKYNAPHO-TeHeTUYeCKUM AnarHos

dopMynupoBka MOpHONOrMYeCKOro gnarHosa Ao/KHa BKAOYaTb B ce6a 5-3HauHbI Kog
ONyXO0/M B COOTBETCTBUM C KNaccudpukauueit BO3 onyxoneit LHC (2021 r.), 4-3HauHblit KOA
nokanusauum onyxonu (8 coorsetcTeum ¢ MKB-10), a TakxKe CTeneHb 3/10Ka4eCTBEHHOCTH
(grade). KntoueBbiM paKTOPOM B ONMpeseeHMN TaKTUKN Ie4eHNUsA U NPOrHO3a 3aboneBaHnA
ABNAETCA FMCTONOMMYECKUI AnarHo3 u grade, KoTopas umeeT 4 cTeneHu: grade 1 — HeT Kpu-
TepueB 3/10Ka4YeCTBEHHOCTK; grade 2 — OAMH KPUTEPUIt 3/10KaYeCTBEHHOCTH (aTunua agep),
grade 3 — gBa KpUTEpUA 3/10KAYECTBEHHOCTM (aTunua agep, MUTO3bl), grade 4 — Tpu Uan
YeTbipe KPUTEpUs 3/10KaYeCTBEHHOCTM (aTunusa agep, MUTO3bI, Npoandepayma SHAOTeNUA,
HeKpO3bl). KpUTepuu cTeneHemn 310Ka4eCTBEHHOCTM acTPOLMTOM € MyTaumen B redax IDH
npejcTae/aeHbl B Tab. 1.

Ta6auua 1. Kputepum cTeneHmn 310Ka4ecTBEHHOCTY acTPOLMTOM € MyTaumeli B reHax IDH1/IDH2

Grade MpusHaku

Grade 2 + AnddysHo-nHPMALTPaTUBHAA acTpOLMTapHan rnoMa ¢ MyTauueii B reHax IDH1 van IDH2,
xopouwo AnddepeHLpoBaHa 1 He MMEET MMCTONOrMYECKNX NPU3HAKOB aHan asum.
+ MuTOTMYeCKan aKTUBHOCTb He BbIAB/AGTCA UM OYeHb HU3KaA.
+ MukposackyaapHas npoaudepauus (Mpoandepaums 3HAOTENNA), HEKPO3 U TOMOBUMOTHbIE
aeneuynn CDKN2A n/munm CDKN2B oTcyTcTBYIOT.

Grade 3 + AnddysHo-nHMALTPATUBHAA acTpoLMTapHan rnoma ¢ Mytauueii B reHax IDH1 van IDH2,
nposABAAOLLaA 04aroBy UM ANGY3HYIO aHaNa3MI0 U 3HAYMTENIbHYIO MUTOTUYECKYIO
aKTMBHOCTb.

+ MukposackyaapHas npoaudepauus (Mpoandepaumna 3HAOTENNA), HEKPO3 U TOMOBUMOTHbIE
aeneuynn CDKN2A n/nnm CDKN2B oTcyTCTBYIOT.

Grade 4 + AnddysHo-nHMALTPATUBHAA acTpOLMTapHan rnoMa ¢ MyTauueii B reHax IDH1T nan
IDH2, nposBAsiowWancs MUKPOCOCYAUCTON npoandepaLmeit (Mpoaudepaums sHA0TeAUS)
UM HEKpPO30M, 1A roMo3suroTHoit aeneuuein CDKN2A n/namn CDKN2B, nan noboi
KOM6MHaLMei 3TVX NPU3HAKOB.

MonekynapHo-reHeTMyeckoe TeCTUpoBaHMe HeO6X0AUMO BbINOAHNTL ANA MOCTAaHOBKMN
KOPPEKTHOro naToMop$poN0rMyecKoro AmarHo3a B COOTBeTCTBMM € Knaccubumkauymen BO3 ony-
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xoneit LLHC (2021 r.). CornacHo knaccudpumraumu, py6puka «AuddysHblie rMoMbl y B3pOCAbIX»
BKJ/IOYAEeT TPM OCHOBHbIX TUNa: 1) acTpounuToMa c MyTaumen B renax IDH (grade 2-4); 2) onuro-
AeHApOrAvoMa c MyTaumeii B reHax IDH v ko-geneumeii 1p/19q (grade 2-3); 3) rano6aactoma
6e3 myTaumii B reHax IDH. NckntoyeHa Takaa HO3010r MM Kak «ramobnactoma ¢ MyTayuen
B reHax IDH». Tenepb 3T HoBoO6pa3oBaHMA 0603HaYalOTCA KaK «acTpoLMTOMa C MyTaluen
B reHax IDH grade 4», koTopble MOTYT pa3BuBaTbCA Kak de novo, Tak U B pe3y/bTaTe aHa-
nnacTuyeckoi TpaHcpopmauum actpoymntomel grade 2-3. NpucyTCTBME B ONYXONU MyTaLuit
BreHax IDH ABnAeTCA KN1OYEBbIM ANArHOCTMYECKUM NPU3HAKOM A/1A ANPPY3HBIX aCTPOLUTOM
grade 2-grade 4 n onurogerapornnom grade 2-3 y B3pocibix. [1Mombl grade 1He HecyT B onyxonu
MyTauwuii B renax IDH. MyTauum B renax IDH koppennpytoT c MeTUAMpOBaHMeM NpoMoTOpa reHa
MGMT, naymeHTbl C 3TUMU HOBOO6Pa30BaHNAMM MMEIOT NYHW KNI NPOrHo3 n oTeeT Ha JIT n XT
aNKUAUpYLWMMY NpenapaTaMu. [lnarHos «0ANroAeHAporiMoMa» MoxeT 6bITb yCTaHOB/EH
TONbKO B TOM CAy4ae, eCAn onyxonb uMeeT n MyTauuto B reHe IDH1 namn IDHZ, n Ko-geneyunto
1p19q (4acTuyHas geneuus 1p unm 19q He yunToisaeTcs). MocnesHAA NOATBEpKAaeT 6aaro-
NPUATHBLIA NPOTrHO3 M ABNAETCA NPEMKTOPOM XOPOLIEro 0TBETa Ha TepPanuio aKMANpyoLWmuMmn
npenapaTtamu. Haanune romosnrotHou geneunn CDKN2A n/nan CDKN2B nsmeHseT cteneHb
3/10Ka4yeCcTBEHHOCTU B AN PY3HbIX acTpouymToMax Ha “grade 4"(taba. 1). TecTupoBaHue Ha My Ta-
unio B reHe TERT ABnseTCA enaTenbHbIM, M OHa ABNAGTCA XapaKTePHOW A8 ONNFOAEHAPOT/INOM
(y B3poC/bIX) M NepBUYHOM rIMO61aCTOMBI. Ee Hanume npu oTCyTCTBUM MyTaumu B reHax IDH
CBA3aHO C He6NaronpuATHLIM NPOrHo3oM. Onyxonu c MyTaumamm B reHe BRAF MoryT oTBevath
Ha nevyeHune MHrn6nTopamm BRAF. CxeMaTnyeCcKn AMarHoCTUYeCKUIA aNTOPUTM NpeAcTaB/IeH Ha
puC. 2, @a OCHOBHble MOJIEKY/IAPHO-TeHeTuYeckune abeppayun — B Tabaunue 2.

Ta6auua 2. [IMarHoCTMYECKU 3HaYMMBbIe MOIEKYIAPHO-TeHeTHYeckue abeppaumm (BO3, 2021r.)

XapakTepHble NoBpexaeHus reHos/
Tun onyxonu MO/IeKyNAPHBI Npodub

[Anddy3Hbie FMOMbI y B3POCAbIX

AcTpouuToMa ¢ MyTaLmeit B reHax IDH IDH1, IDH2

OnvroaeHaporanoma ¢ MyTtauueii B resax |IDH IDH1, IDH2, 1p/19q
1 Ko-geneumeii 1p/19q

[nnobnactoma 6e3 MyTaumii B reHax IDH IDH-wt, xpomocoml 7 1 10, TERT, EGFR, apyrue abeppatmn

[Anddy3Hbie rAMOMbI HU3KOM CTeNeHN 310Ka4eCTBEHHOCTMN Y eTel

AnddysHaa acTpounToma C anbTepaumelt B reHax MYB  MYB, MYBL1
nam MYBL1

AHrMOLEHTpUYECKan ranomMa MYB

MonnmopdHan HelposnuTennanbHas onyxonb Huskon  BRAF, FGFR
CTeneHM 3/10Ka4eCTBEHHOCTN Y MONO/bIX

AnddysHan ravoma HU3KOM CTeneHmn 310KkaqecTBeHHo-  [eHbl MAPK-nyTn
cTu c anbTepauvein MAPK-nyTu
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Twvn onyxonu

XapaKTepHble NoBpexAeHNA reHos/
MO/IEKYNAIPHBIN Npodub

Anddy3Hble rNMOMbI BbICOKOW CTEMEHU 3/10Ka4eCTBEHHOCTU y AeTeil

[AnddysHan cpeanHHan ravoma c anbTepauueit H3 K27

H3 p. K28 (K27), EGFR, EZHIP

[AnddysHaa nonywapHas ramoma c Mytauymein H3 G34

H3 p. G34 (G34)

JnddysHan geTcKan rnoMa BbICOKON CTeneHn
3/10Ka4eCTBEHHOCTM 6e3 MyTaLwii B reHax H3 n IDH

IDH-wt, H3-wt, MeTunaLmMoHHOe npoduanposaHmue

MHbaHTUAbHaA NonywapHan ranoma

RTK reHsi

OTI’paHM"IeHHbIe acTpouuTapHble r1MoMbl

ﬂMﬂOLl,VITaPHaFI acTpounToma

KIAA1549::BRAF, BRAF

ACTPOLI,VITOMa BbICOKOU CTeMeHW 3/10Ka4eCTBEHHOCTN
C MUIOUAHBIMWU NPU3HaKaMn

MeTunaunoHHoe npopuanposaHme

MneoMopdHan KcaHToaCcTpoLUTOMa

BRAF, CDKN2A

Cy63neHaMManbHan rMraHTokNeTouHas acTpoumtomMa  TSC1, TSC2
XopaouaHas ravoma PRKCA
AcTtpobnactoMa ¢ anbTepauveli B reHe MN1 MNT1, BEND2
[nnoHeipoHanbHble U HepOHaAbHbIE OMYX0U
[aHrOHapHOKETOYHbIE OMYX0/IN BRAF
[ln3amMbpuonaacTuyeckas HeiiposnuTennanbHas FGFR1

Oonyxo/ib

Anddy3Han ranoHeipoHanbHas Omyxosib C ONUrOAeH-
/APOr/IMOMONOZO0BHBIMA NPU3HaKaMM 1 KiacTepamu Aep

MeTunaumonHoe npodunnposaHve

MannnnapHas raMoHeipoHanbHas onyxonb PRKCA
PoseTkoobpasytolLan rMoHeipoHasbHas onyxo/b FGFR1, PIK3CA, NF1
MwukcongHan ranoHenpoHanbHaa onyxonb PDGFRA

AnddysHana nenToMeHUHreanbHas rAMOHeNpoHanbHas
onyxo/b

KIAA1549::BRAF, 1p, MeTUAALMOHHOE NpoPuANpOBaHme

MHoroysnoBas 1 BaKyoM3uUpyloWwan HelipoHaabHas
onyxo/b

l'eHbl MAPK-nyTn

JlMcnnacTnyeckas raHriMoLMToMa Mo3xeuka (60/1e3Hb
NepmnTTa-/jtok0)

PTEN

DKCTpaBEHTPUKYNAPHaA HeMpoLMTOMa

FGFR retbl (FGFR1:TACCT1), IDH-wt

dneHAMMapHbIe ONyXonu

CynpaTeHTopuasbHas aneHAMMOMa

ZFTA (C110rf95), YAP1

SneHAMMOMa 3a/Heit YepenHom AMKK

PFA MonekynapHbIi npodunb, PFB MonekynapHbivi npopunb

CnuHasbHasn 3neHAMMOMa

NF2, MYCN
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Tun onyxonu

XapakTepHble noBpexaeHns reHos/
MO/IeKYNAPHbIV Npodunb

IME6pPUOHaNbHbIE OMYX0/N

MegaynnobnacToMa ¢ akTMBaLMEN CUrHAIbHOTO
Kackaga WNT

AKTVBaLWA reHOB CUrHasbHOro Kackaga WNT,
coMaTuyeckan MyTauusa B rede TP53

MegaynnobnactoMa ¢ akTMBaLMEN CUrHAIbHOTO
Kackaga SHH

AKTWBALMA reHOB CUrHa/bHOrO Kackaaa SHH (repMuHanb-
Hble MyTauumn TP53, PTCH, SUFU, GLIZ)

MegaynnobnactoMa 6e3 aKTUBaLMM CUrHA/bHBIX
kackagos WNT/SHH

MeTunsumoHHoe npoduamposaHme

ATNnYHas TepaTongHan/pabaonaHas onyxonb

lepMuHanbHble MyTaummn SMARCB1, SMARCA4

SMBpUOHaNbHAA OMyX0/b C MHOFOCNOMHBIMM
poseTkamut

C19MC, DICER1

Helipobnactoma LIHC ¢ akTvBaumeii rena FOXR2 FOXR2
Onyxonb LUHC ¢ BHyTpeHHel TaHgeMHOM gynavkaumeir  BCOR
reHa BCOR

JlecMonnacTuyeckas MUKCOMAHAA ONyXo/b NHeab- SMARCB1

HoW 06nacTu ¢ MyTauueii B reHe SMARCB1

MeHwuHrnoma

NF2, AKT1, TRAF7, SMO, PIK3CA, n B noatunax KLF4,
SMARCET1, BAP1

ConutapHas pnbpo3Has onyxonb

NAB2:STAT6

MeHWHreanbHble Me/laHouUTapHble HOBOOGPa3OBaHV]H

NRAS, GNAQ, GNA11, PLCB4, CYSLTR2

OI'IyXOIlM obnactun TypeuKoro ceana

AZaMaHTUMHOMaTO3Has KpaHMOd}apMHFVIOMa

CTNNB1

ManunnspHas KpaHMopapuHruoma

BRAF

3. IEMEHUE

3.1. Xupypruueckoe neyeHume

OCHOBHbIM METOAOM NleYeHUs ABAACTCA XUPYPrudecKoe yaaneHve onyxonu (B o6beme
4aCTUYHOM, Cy6TOTaNbHOM, TOTAbHOM pe3eKunm) uaun 6uoncun (oTkpeiToit unn CTB). Liensto
XWUPYPru4ecKoro neveHns ABATCA MaKCMMabHasA Pe3eKLUA ONyX0NUN C COXpaHeHMeM HeBpO-
NOTNYECKNX U KOTHUTUBHBIX GYHKUNIA NauneHTa. Oco6eHHOCTH yaaneHna BHYTPUMO3TOBbIX

onyxonel?l FON0BHOro Mo3ra:

*  uMcnonb3oBaHue MeTabonunyeckoi Hasurauum (5-AJ1A);
*  Mcnosnb3oBaHue Hellpodusnonormyeckoro moHmtopunra (3Kofl, ACBM, 3BM, MmoTop-
HOe KapTupoBaHWe) NpU IOKaNN3aLMUM ONYXO/IN B ABUraTeNbHbIX 30HaX, B 061acTu

YyepenHbIX HEpPBOB U UX AAEP;
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©  MpUMEHeHME XMPYPrUYECKOro IeYeHNUs y MaLMeHTa B CO3HaHWM (Npu IoKaansaymm
OMyXO0/IM B peyeBbIX 30HaxX Mo3ra);

*  MCNo/b30BaHMe HaBUTaLMOHHbIX METOANK: MHTPaoNepaLMOHHOMN 3NeKTPOMarHUTHOM
HaBurayuun, MPT-HaBurauumn, ¥Y3-Hasurauumu;

*  NpVMeHeHMe UHTPaonepaLoOHHOro MMKPOCKONa U 3HAOCKOMMNYECKOM aCCUCTEHLUY;

*  MCNoNb3oBaHWe METOA0B HEMOCPEACTBEHHOIO BO3/AeNCTBUA Ha ONYXONEBYIO TKaHb
(®AT, nokanbHas XT, KpUOAECTPYKLUMA U AP.)

*  Cy4eTOM MOP$O/IOrMYeCKON reTeporeHHOCTH FIMOM Ha TMCTOI0TMYeCcKoe NCCieso-
BaHVe HanpaBNAGTCA 4OCTAaTOUYHbI 06EM OMYyX0/1eBON TKaHU U3 Pa3HbiX ee y4acTKoB
(onTumManbHo — 3-5 pparmeHTOB) € yyeToM npeactoawero UMX-ucciegosanus
M MONEKYNAPHO-TeHEeTUYECKOro aHanusa.

3.2. JlyyeBas Tepanusa

NlyyeBoe NeyeHne NCNoONb3yeTCA KaK CaMOCTOATEIbHbIA MeTo/ Tepanun an6o nocne
XUpypruyeckoro yaanenuna/6uoncumn onyxonm, nmbo npu BO3HMKHOBEHUM peungnsal/npo-
AOMKEHHOro pocTa onyxonu. J/IT MoXeT NPOBOAUTLCA Kak Ha 06/1acTb HOBOO6pa3oBaHuUA
(Ha ocTaToOuYHYO OMYXO/b MM Ha /IOXKE YAAEHHOM OMYXO0NM), TaK 1 Ha MYTH BO3MOXKHOTO
meTacTasuposaHus (Hanpumep, KCO), a Takxe B KauecTBe 6ycT-Tepanum (40NoaHUTEbHOE
o6yueHune onyxoau/noxa yaaneHHomn onyxonm). KCO npuMeHATCA y nayMeHTOB C ONYyX0aAMM,
CK/IOHHbIMMW K MeTacTasMpoBaHMIo Mo 060/104KaM roJIOBHOTO U CMMHHOTO Mo3ra. [pu nedeHnn
3/0KayecTBeHHbIX onyxoeii (grade 3-4) 1T cnegyeT HaYMHaTb B CPOKM OT 2 A0 6 HeA. nocae
onepauuu, B paje CyHaeB — Ny4eBYIo Tepanuio NpoBoAAT B KOM6UHaLMKM ¢ XT. ONTUManbHbIMK
MeToAWKaMu 061ydYeHns B HacTosLee BpeMA ABAOTCA KOHPopmHaa /1T, IMRT n VMAT. MnaHu-
poBaHMe 1030BOr0 pacnpe/e/ieHNA A0/KHO OCYILeCTBAATLCA C y4eTOM TONIePaHTHOCTU TKaHel
rO/I0BHOI0 MO3ra, KPUTUHECKMX N PYHKLIMOHANbHO-3HAYNMbIX CTPYKTYP. HanpaBaeHua nyykos
M apoK cneayeT 3ajaBaTbh MCXOAA U3 NPOCTPAHCTBEHHOW MOZle/IN OMYXONN 1 OKPYXKaloWunx ee
TKaHel TakuM o6pa3oM, 4To6bl MUHMMU3NPOBATL Iy4eBOe BO3jeiicTBMe Ha HuX. [peanyyesas
TonoMeTpuyecKas NoAroToBKa BK/OYaeT N3roTOB/NEHNE UHANBUAYANbHOTO GUKCMPYIOLLEro
ycTpoiicTea (TepMONAACTUYECKOI MAaCKK) U BbINONHEHME TOHKOCpe3oBoii KT. PekomeHayeTcs
BbINoNHATE MPT B pexxumax T1, T2, T1 c KoHTpacTHbIM ycunennem u FLAIR. MPT nso6paxeHus
AO/MKHbI UMETb BbICOKOE pa3pelleHne N TKaHeBYH KOHTPAaCTHOCTb, ONTUMAanbHaA TO/ILUHa
cpe3aHe [J0/KHa NpeBbIlWaTh 2 MM.

B page cnyyaes npu onpejeneHmmn MulleHn LenecoobpasHo MCNoAb30BaTh JoONepaLu-
OHHble CHUMKWN. BO3MOXHO yMeHbleHNe OTCTYNOB U A03bl 061y4YeHNA ANA CHUKEHUA NyYeBbiX
peakuuit. Bo3MoxHa ackanauma 403bl Ha y4acTKU runepmeTaboan3Ma v KOMNOHeHTa ony-
XO/IN, HaKan/MBatoLWero KOHTPAcT Ha T1-B3BeLWeHHbIX TOCTKOHTPACTHbIX MP-n3o6paxeHunsax,
aTaKe B C/ny4yae peunanBoB M arpecCMBHOro noBejeHua onyxonu. I'Ipu ie4eHun peunaneoB
nocne npeglwectsytoweii JIT ob6ayyeHne GokycupyeTcs TONbKO Ha 061aCTM aKTUBHOWM ONYX0/H,
6e3 oTcTyna Ha ee BO3MOXHOe pacnpocTpaHeHue.
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Pexum runoppakuymonunposanus (PO =2,5 Ip, COA =15 Ip) ucnonbsyercs y naymeH-
TOB C OMYXONAMU, UMEIOWMNMMN YETKME FPaHULLbI, NM6O C MUHUMaA/IbHOW 30HO BO3MOXHOW
MHOUABTPALMM TKaHel (£0 3-5 MM), a TakKe y naymeHToB c 06pasoBaHuaMu 6onee 3 cM u/uau
C OnyXo/AMK, pacnonarawmuMmnca B6a13mn KpUTUHECKUX CTPYKTYP Mo3ra. [MnoppakymoHm-
poBaHMe NPOBOAUTCA U NPU NeYEHNN PeLUANBOB FINa/bHLIX U SMEPUOHANbHBLIX OMyXonen
nocse nposegeHHol paHee /1T.

Pagnoxmpypruyeckoe feyeHune MoxeT UCNONb30BATLCA Y NALLMEHTOB C He6ONbWMMK
onyxonsmu grade 1-2 (40 3 cM B MaKCMMa/ibHOM U3MEPEHUM), UMEIOWMUMU YETKME rPpaHULbl,
1 c HebonbWUMU peuyuagmnamm onyxonent grade 3—-4 nocne nposegeHHol paree JIT. Mocne
1T BO3MOXHbI OC/IOXHEHWA B BUAE OTAANEHHbIX MOCTAYYeBbIX PeaKLuii, B TOM Yncne, nyde-
BOM HEKPO3.

Ana puddepeHunanbHol 4AMarHOCTUKM NOCTAYYEBbIX TOBPEXAEHUI U NPOAOIKEHHOTO
pocTa onyxoau BeinoaHsetca MPT ¢ koHTpacTuposanueM, MIT (M3T-KT) ¢ 11C-MeTUOHU-
HOM/18F-¢pTOp3TMATMPO3NHOM, MP-cnekTpockonusa, KT/MP-nep¢ysusa. B nedeHnn noctnyde-
BbIX OC/IOXHEHMI BO3MOXHO npuMeHerune FKC n/unav seeseHne 6esaynsymaba (5-10 mr/kr,
B/B B 1-i1 eHb Kaxable 2 Hegenn).

3.3. Xumunorepanusa

McnonbsyeTca B coyeTanuu ¢ /1T U Kak caMOCTOATE/IbHbIV METO/ SIe4eHNA NoCae XUPYP-
rMYeCcKOro n/uam Ny4eBoro e4eHNA B BUje MOHO- AU NOUXMMUOTEPANUN.

3.4. ConyTcTBylowas repanus

3.4.1. ThioKOKOpTUKOCTEpOUAHaA Tepanusa

OCHOBHbIMY MpenapaTaMu ABAAIOTCA AeKcaMeTa3oH (MpeAnoYTUTEIEH) U MPeAHU30NOH.
OHM noKasaHbl NpU HapacTalolieM HeBPONOTUYECKOM geduLmnTe, NpU3HaKax oTeKa MO3ra,
rMnepTeH3MOHHOM cuHapoMe. TKC MoryT Bbi3bIBaTh AeKOMMNeHcal Mo caxapHoro guabera,
obocTpeHune A3BeHHOW 601€3HM XKenyaKa N 12-nepcTHOW KMWKK. Mo3TOMY, 04HOBPEMEHHO
Heo6X0AMMO NCMO0/1b30BaTh racTponpoTekTopsl (H2-rnctaMutHbie 610KaTOPbl MK 610KaTOPbI
NPOTOHHOM NMOMMbl — oMenpa3o/ 20 Mr 2 pa3a B CyTKu). O6bIYHO HAYUHAKOT C MUHUMANbLHOM
A03bl 4-8 Mr/cyT. B/M unv BHYTpb B 1-3 npnemMa ¢ MaKCMManbHOW 40301 B YyTPEHHME Yachl
M nocneaHUM npuemom He nosgHee 17.00. o3y 'KC Heo6x0AMMO CHMXKATb MOCTEMNEHHO,
BTeyeHue 2 Hegenb v 60nee (Mo 1-2 Mr B 4-5 iHeil), 0CHOBbIBAACH HA KMHUYECKUX CUMMTOMAX
M CTeneHM BbIpaXKeHHOCTU NO60YHbLIX 3P HeKTOB cTeponaHON Tepanuu. MNpu Nogo3peHnn Ha
nmmdomy ncnosnbsoBaHue KC 4o NonyHeHUA rTMCTONOTMYECKON BEpUPUKALUM HE PEKOMEH-
AYETCA 32 UCKNIOYEHMEM CUTYaLUA, KOTAa OTEK U ANCNOKaLMA FOJIOBHOTO MO3ra yrpoxatoT
XU3HU 6onbHOro. MHTeHcnBHOCTL Tepanuu FKC 3aBUCUT OT BbIpaXeHHOCTU CUMNTOMOB,
OpMeHTUpOBATLCA CAeAYyeT Ha MUHMManbHY A03y. CanypeTuku (pypocemna), ocMoTuye-
CKMe ANYPEeTUKM (MaHHMTO/) UCMONB3YIOTCA NPY BbipaXKEHHOM OTEKe U AUCNOKAL UK MO3ra
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B KoMnaekce c TKC B ycnoBsuax OTAeIleHI/Iﬁ WHTEHCUBHOM Tepannu noj KOHTpO/eM 3/1IeKTPO-
JINTHOrO COCTaBa KpOBMU. Mocne perpecca cmMmnToMoB HeO6XOAI/IMO nocteneHHoOe CHUXeHune
AO3bl BMNAOTb 40 NONIHOM OTMeHbI (I'Ipl/l OTCYyTCTBUU BO306HOB/NIEHUSA CVIMI'ITOMOB).

3.4.2. MpoTuBoCyAOpOXHasA Tepanusa

AHTUKOHBY/IbCAHTbI HA3HAYAOTCA MPU HAMYUU CYAOPOXKHOTO CUHAPOMA (B T. 4. B aHaMHe3e)
WU NPU3HAKOB 3NUAeNTUHOPMHOM aKTUBHOCTM MO AaHHbIM 3. [py NA1aHUPOBAHWM M NPOBEAEHNN
XT »enaTeNbHO UCMONb30BaHNE aHTUKOHBY/IbCAHTOB, He MHAYLUPYOWMUX GepMeHTbI NeYeHn
(naMoTpuAXMH, neBeTUpPaLLeTaM); HEXeNaTeNbHO UCMO/b30BaHKe KapbaMasenuHa, eHNTomnHa,
¢deHobapbuTana (MoebleHMe pUCKa pa3BUTMA MUEIOCYNPECCUM), @ TaKIKe BasibnpoaTa HaTpus
(npu oAgHOBPEMEHHOM NMPUMEHEHUM TEMO30/10MUAA C Ba/IbMPOEBOI KUCAOTON HabatogaeTcs
cnaboBblpaXKeHHOE, HO CTAaTUCTMYECKM 3HAYNMOE CHUXKEHWE K/IMPEHCa TEMO30/10MUAA U, KaK
CNeACTBUE — CHUKEHME 3G PEKTUBHOCTU Nevdenns). [IpoduUnaKTUYECKOe NPUMEHEHWE aHTK-
KOHBY/IbCaHTOB B OTCYTCTBME 3MUMNPUNAAKOB B aHaMHe3e He 06A3aTe/IbHO.

3.4.3. AHTHO3MeTHUYeCKaA Tepanusa

Mpu nposeaeHnn XT n JIT MoryT pasBMBaTbCA TOWHOTa 1 peoTa. [pn nx noasneHnn
BbinonHAeTcAa KT ronoBHOro Mo3ra A1A NCKNOYEHNA OKK/IIO3MOHHOW ruapouedanum, npu ee
06HapyXeHWM pellaeTcA BOMPOC O BEHTPUKY/IONEepUTOHealbHOM WyHTUpoBaHum, a XT uan 1T
npekpawatoT. C uenbo NpoGUNAKTUKN 1 Ie4eHNA TOWHOTLI U PBOTHI PEKOMeHAYyeTCA npuMe-
HeHue OHAAHCeTPOHa 4 Mr 2 pasa B leHb exxeHeBHO Ha poHe /IT. Mpu npoegeHnn XT — 8 mMr
(111 16 Mr) oHAAHCETPOHA MPUHMMAIOTCA BHYTPb AV BBOAATCA B/B 3a 30 MUH. 40 npueMa uau
B/B BBEAEHNA XUMUONPENapaTa, fasee — o NokasaHUAM (Yepes 6 YacoB eXXeAHEBHO Ha poHe
XT v ABa AHsA nocsie ee 3aBepenus). [pu coxpaHeHUM pBOTLI Ha GOHe NpreMa aHTUIMeTHKa
PEKOMEHA0BAHO B CXeMY BKNOUYMTb AeKCaMeTa30oH OT 4 Mr 0 8 MI OJHOKpaTHO.

3.5. Ha6nwgeHune

Mocne 3aBeplieHNA NevYeHNA peKOMeHAYeTCA perynapHoe BoinonHeHne MPT ronosHoro
MO3ra B CTaHAapTHbIX NPOeKLUMAX C KOHTpacTuposaHunem B pexxumax T1, T2, FLAIR, DWI. Mpn
OMyXO0AAX, CKNOHHbIX K IeNTOMEHUHIeaNnbHOWN ANCCEMUHALNKN, HE06X0AMMO BbINOAHATE MPT
BCeX OT/e/I0B CMMHHOTo Mo3ra. K TakuM HOBOO6pa3oBaHWUAM OTHOCATCA AnPy3Han rAnoma
cpeAHel AnHMKM c anbTepauueit B rene H3 K27; andpdpysHan nonywapHas ramomMa c MyTaumen
B reHe H3 G34; MukconanuanspHas sNeHAMMOMa; CMHabHAA 3NeHAMMOMA C aMnandukaLlmen
reHa MYCN; cynpaTeHTopuanbHas sneHAMMOMa; rmo61acToMa C IPUMUTUBHBLIM HepOHa/IbHbIM
KoMnoHeHTOM (oco6eHHo c aMmnandukaymeit reHa MYCN); sMEpuroHabHble OMYXOM; ONYXOAN
WUWKOBMAHOI Xenesbl (0cobeHHO ¢ runepakcnpeccueit reHa FOXR2, aMmnandukaymeit rena
MYCN v anbTepauueri reHa RB1-npenmylecTBeHHO y AeTeill); NMHealbHasA NapeHX1MaTo3Has
onyxo/b NpoMeXyTo4Hol anddepeHuynposku grade 3; nannanspHas onyxosb NMHea bHOM
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o6nactu grade 3 (peako); nuHe061acTOMa; N1€OMOPPHAA KCAHTOACTPOLMUTOMA; MUAOLUTApHARA
acTpoumToMa (peako); NMAOMUKCOMAHan acTpountoma. OueHka MPT-gaHHbIX NPOBOAUTCA
B COOTBETCTBUU C KpuTepuamu 3pdekTnBHocTH neveHns RANO c o6a3aTebHbIM HaAUUYUEM
BCEX NMPU3HAKOB AA KaXA0Oro Kputepus (Taba. 3). Ans onpegeneHns GyHKUUOHANIBHOTO
cTaTyca HeMPOOHKOIOTMYEeCKUX 60/IbHBIX MCMO/b3YeTCs WKana KapHosckoro (Ta6a. 4).

Ta6nuua 3. Kputepum s¢pdekTmBHocTH no wkane RANO

MonHbIi oTBET

YacTuyHbIl oTBET

MNporpeccuposanne

+ Perpecc Bcex KOHTpacTu-
pyeMbIx o4aros

+  CrabunbHble uam
YMeHblUaWMecs HeKoH-
TpacTupyemsie B pexume T2
FLAIR ouaru

« Ortcytcreme Tepanun NKC

* Hesponoruyeckoe yny4uwe-
HVE UK CTabunmnsaumsa

+  YMeHblueHve 6onee YeM Ha 50%
CYMMbI NepreHANKYNAPHBIX
ANaMeTPOB BCeX N3MepAeMbIX
oyaros

+  OTcyTCTBME NPOrpeccum Heus-
MepAeMbIX O4aros

+ Crabu/bHble UAN yMeHb-
LIAIOILMeCA HEKOHTPACTHpyeMble
B pexxvme T2 FLAIR oyarn

+ CrabunbHble UM yMeHblLako-
wmeca ao3sbl NIKC

YBennyeHune 6onee YeM Ha 25%
CYMMBbI NepreHANKYNAPHbIX
AiNaMeTpPOB BCeX Onpe/e/IAeMblx
oyaros

3HauuMoe yBennyeHne
HEKOHTPaCTUpyeMbIX B pexume T2
FLAIR ouaros

lMosBNeHNe HOBbIX 04aroB
CrabunbHble MK yBennumsato-
wmecs gosbl NKC

HapacTaHue HeBponornyecknx

+ HeBponoruyeckoe ynyuuenne CMMNTOMOB

Wan cTtabunnsaums

Bce ocTanbHble CUTyauumn paclueHnBalTCA KakK CTaﬁVIﬂVIE}aLI,Mﬂ COCTOAHUA.

Ta6auua 4. LLikana oueHKu GpyHKUMOHaAbHOrO cTaTyca (no KapHoBcKoMy)

% XapaKTepucTMKa CoCTOAHUA

100 CocTosHMe HopMasibHOe, Xanob HeT

90 CnocobeH K HOPMabHOM AeATeNbHOCTM, He3HAUUTENbHbIE CUMMTOMbI UM MPU3HAKKM 3a60/1eBaHNA

80 HopMasibHas aKTUBHOCTb C YCWUAMEM, He3HaUYMTe IbHble CUMMTOMbI MW NPU3HaKK 3a601eBaHUA

70 O6cnyxmBaeT cebs CaMOCTOATENbHO, He CMOCOBeH K HOpMa/ibHOW AeATeIHOCTU MW aKTUBHOW paboTe

60 Hy»aaeTca nopoi B NOCTOPOHHEN MOMOLLM, HO CMOCOBeH caM Y/0BNeTBOPATL HO/IbLLYIO YaCTb CBOWX
noTpebHocTeit

50 HyzaaeTcs B 3Ha4MTe/IbHOI MOCTOPOHHE MOMOLLM U MeAULIMHCKOM 06CNYKMBaHUN

40 MHBanng, Hy*aaeTca B CneLuanbHOM NOMOLMK, B T. 4. MEAULIMHCKOM

30 Tsenas MHBA/IMAHOCTb, MOKa3aHa roCcnmTaan3aLms, XoTa CMepTb HeMOCPeACTBEHHO He YrpoXaeT

20 Tsxenoe cocToaHne, HeOBXOAMMbI FOCMIUTANN3ALMA U edeHne

10 Ymupatowmit

0 CmepTb
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4. AAITOPUTMbI NIEYEHMA PA3/IMYHBIX FPYMM MEPBUYHbIX
ONMYXOJEM LLHC

4.1. OTrpaHUYeHHbIe aCTPOLUTOMBI U F/INOHEpOHanbHble onyxonu (grade 1):
* MUAOLMTapHas acTPoOLUTOMaA;
¢ cy63neHaMManbHasA rMraHToOK/IeTOYHas acTPOLUTOMaA;
* raHravornvoma

Mocne pagnkanbHoro ysaneHmns obbi4Ho He TpebyloT NpoBeAeHNA afbIOBAHTHOM Tepanuu,
npoBOAUTCA AMHaMUYecKkoe HabaoaeHne: MPT oaunH pa3 B 3-6 MecALeB UM NPU HapacTaHuK
HEeBPO/IOrNYECKNX CUMNTOMOB.

Mpn nx 03N10Ka4yeCTBNEHUN NeYeHne OCyLeCTBIAETCA NO NPUHLUKUNAM NeYeHNs 3/0Kave-
CTBEHHbIX I/IMOM. Mpy Anddy3HOIM Cy63neHANMAapHON FMraHTOKNETOYHOM acTpoLuToMe (04HO
U3 NpoAB/AeHUI Ty6epO3HOro CK1epo3a) NoKasaHo neveHne MHrM6MTopoM MTOR 3B€pONMMYCOM
(MK3 11I-A). Mpu HenoHOM yaaneHUn/6UONCUN UAK HAANYUM XOTHA 6bl 04HOTO GaKTopa puUCKa
pa3BUTUA paHHero peuuamea (Bospact > 40 neT, pasMep onyxonu > 60 MM, HeBPOOTMYECKUIA
AedULMT, MopaXKeHUe ABYX A0/1eii AU MO30NUCTOrO Tena) BeinonHsetca /T. MayueHTaM c nuao-
UMTapHOM acCTPOLMTOMOW C ANAMETPOM OMYXO/M 0 3 CM MOXET BbINONHATHLCA PaAMOXMUpPYprua
(10-14Tp), 6onee 3 cM— /T B pexnMe runodpakymoHmposanus (3-5 dparuuin go COJ 18-25 Ip).
XT 3Toii KaTeropuu 60/1bHbIX MPOBOAUTCA TONLKO B C/yYae peLunansa/nporpeccupoBanus 3a6o-
NeBaHUA. TaPFeTHaH TepanuAa npuMeHAeTcA Npu ramomax HU3KOWN CTEMNEeHU 3/10Ka4eCTBEHHOCTH
cMyTaumeii B reHe BRAF. Bo3MoxHa Kak MOHOTepanus BeMypadeHuboM u gabpadeHnbom (MK3
11-A), Tak 1 KoM6UHaLneit BRAF/MEK uHrnéutopamu (MK3 I11-A). Bonpoc o 1e4eHum naumeHTos
cTapuwe 70 neT pewaeTca MUHANBUAYaNbHO. ANTOPUTM Ne4eHUA B3POC/bIX 60/bHbIX C ANDPY3-
HbIMMW FanbHBIMK onyxonamu grade 1 npeacTaBneH B Taba. 5.

Tabaunuya 5. AAroput™ 1 cxeMbl Ie4eHUA B3POC/IbIX 60/IbHBIX C ANGPY3HBIMU FNNANbHBIMM
onyxonamu grade 1 (nuaoumtapHas acTpoLMTOMa, Cy63neHaMManbHas M’1raHToKAeToYHas
acTpoLMTOMa, FaHr IMOrIoMa)

PexoMeHA0BaHHbIe PeXUMbI Bo3MoXHbIe pexunMbl
AgaploBaHTHas  locne paavKabHOrO XUpypruye- BRAF/MEK uHru6utopsi (MA, IT):
Tepanua CKOTO yaaneHna — HabaogeHne + pa6padpenn6/TpameTnHmn6 (gabpadern6 150 Mr

BHYTPb 2 pa3a B AeHb eXe/JHEBHO + TPaMeTUHUG 2 Mr
BHYTPb 1 pa3 B leHb eXe/JHeBHO, 10 NPOrpeccupoBa-
HWA UM HeMepeHOCUMON TOKCUYHOCTH)

+ Bemypadenn6/ko6umeTnHn6 (BeMypadeHn6
960 Mr BHYTpb 2 pa3a B /leHb exefHeBHO + KobumeTu-
HU6 60 Mr BHYTPb 1pa3 B AeHb B 1-21-i1 fHK Kaxable
4 Heziem, A0 NPOrPecCcMpOBaHUA MW HeNepeHOCMOM
ToKcuyHocTM MTOR mHrMémTop (CITA) — 3BeposnmMyc
(3BeponuMyc 4,5 Mr/m2 BHYTpb 1 pas3 B AeHb eXesHeBHO
B TeyeHue 1roaa, M 40 NpOrpeccMpoBaHua, Uan 40
HenepeHOCMOIt TOKCUYHOCTH)
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PekoMeHgoOBaHHbIe pexuMmbl

Bo3MoXHble pexumbl

Peunauns/ « NIT+AXTPCV
nporpeccus (nomycTuH 100 Mr/M? BHYTPb B 1-it
3abonesaHus A€Hb + BUHKPUCTUH 1,4 Mr/m?

8/8 B 1-1 1 8- AHMN + Npokap6asnH
60-75 Mr/m? BHYTpb B 8-21-i1 AHK,
LMK 6-8 Hegenb, A0 6 LNKNOB

B 3aBMCVMOCTY OT NepPeHOCHMO-
ctu) nam CV (nomycTun 90 mr/m?
BHYTPb B 1-11 i€Hb + BUHKPUCTUH
1,4 Mr/M? 8/B B 1-11 1 8- AHW,
uunKn 6-8 Hegenb, 6-8 LUKNOB

B 3aBMCVMOCTY OT NepPeHOCHMO-

a )|

+ JIT+AXT Temo3010MUg (TEMO-
3010Mmg 150-200 Mr/M? BHYTPb
B 1-5-V1 AHW, unKn 28 aHeit (5/23),
6-12 umKnoB, fo 24 UMKNOB
B 3aB/ICMMOCTM OT NEPEHOCMOCTH
1 3$deKTUBHOCTU

« /1T Ha poHe exxeiHeBHOro
npuema Temosonommga + AXT
TeM030/10M1A0M

+ PCV (noMyctuH 100 mr/m?
BHYTPb B 1-11 ieHb + BUH-
KpUCTUH 1,4 Mr/m2 B/B B 1-ii 1 8-
AHVW + npokap6a3snH 60-75 Mr/m?
BHYTPb B 8-21-i1 AHW, LVKA
6-8 Hegeb, A0 6 LIMK/OB)

+ JIoMyCTWH (1OMYCTUH
90-110 Mr/m2 BHYTpb B 1-i AeHb,
LMKA 6-8 Heaenb, 6-8 LMKAoB)

+ KapMycTuH (kapmyctith 200 Mr/m?
8/B 1-4acosas 1Hy3ma B 1-11 AeHb,
UuKn 6-8 Hegenb, 6-8 LMKNOB;
KapMyCcTUH 80 Mr/M? B/B 30-MUHYT-
Haf UHPY3uA B 1-3-1 AHW, UMK
6-8 Heaeslb, A0 6 LMKNOB)

+ TeMo30n10MUA (TeMO30/10MMA
150-200 Mr/m? BHyTpb B 1-5-i1
AHW, unkn 28 preit (5/23),

6-12 umknoB (MaKcManbHO
24 uunkna)

NTRK-nepecTpoiiku B onyxonu:

+ JlapoTpeKTWHME (napoTpeKTUHME 100 Mr BHYTpb
2 pasa B fleHb HenpepbIBHO A0 MPOrpecCcMpoBaHNA UK
HenepeHOCUMOIt TOKCUYHOCTH)

* DHTPeKTUHWG (3HTPeKTUHME 600 Mr BHYTPb 1 pa3s
B /leHb @XKe/JHeBHO A0 MPOrpeccMpoBaHia, Uan
HenepeHOCUMOIt TOKCUYHOCTH)

BRAF (V60OE) akTuBupytowyme MyTaummn — BRAF/MEK

MHrMO6UTOPSI:

+ [AabpadeHn6/TpamMmeTnHNE

+ BemypadeHn6/ko6nmMeTUHNE

MEK nHrnéutop:

+ CenymeTuHu6 (ans MA c BRAF-nepectpoikamu uam
BRAF (V600E) aKTVBUPYIOLWMMI MyTaLMAMM UM
H®1) (cenyMeTHUE 25 Mr/M2 BHYTPb 2 pasa B AeHb
eXefHeBHO, KypC 28 AHeld, BCero 40 26 KypcoB)

MnatuHocoaepxalyme cxeMbl (MA):

+  Lucnnatut + stonosug (umcnnatvh 40 Mr/m?

B/B 1-4acoas UHY3unA B 1-3-i1 AHM + 3TONO3MZ,
120 mr/m? B/B 30-MUHYTHaA MHy3uA B 1-3-it
AHW, UMKA 21 aeHb, 4—6 LMKAOB B 3aBUCUMOCTU OT
nepeHoCcMMoCTH)

+  Kap6onnatuH +3Tonosua (kap6onnatun 200 mMr/m?
/B 1-4acosan MHdy3mna B 1-3-i1 gHK + 3TONO3NA
150 Mr/m? B/B 30-MUHYTHaA MHY3WA B 1-3-11 AHK,
LMKA 21 feHb, 4-6 LIMKNOB B 3aBUCMMOCTU OT nepe-
HOCKMMOCTH)

+ Kap6onnatuH (kap6onnatuH 560 Mr/m? 8/8 1-it AeHb,
LMKN 28 AHelt A0 NporpeccpoBaHia 3ab6oneBaHna,
NOAB/AEHNA HENPUEMNEMOii TOKCUYHOCTM UK B Tede-
Hue 12 A0NONHNTEeNbHbIX KyPCOB NOCAE AOCTUKEHUA
MaKC1Ma/bHOTO OTBeTa)

PCV —npokap6a3uH + N0OMyCMUH + BUHKPUCMUH;
CV —10MyCmMUH + BUHKPUCMUH;

H®1— Helipogubpomamos 1 muna;

1A —nunoyumapHas acmpoyumoma;

[T —2aH2nuo02AUOMa.

AXT —adbtoBaHmHas XT;

C3lA — cy63neHOUMapHas 2u2aHMOKAeMOoYHasa aCmpoyumoma.
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4.2. AndPy3Hble rANOMbI M OTFPAaHUYEHHbIE acTPOLUTapHble rAnomMbl (grade 2):
* acTpouuToMa c MyTaumeii B reHax IDH;
* onurogeHaporavoma c Mytauueit B reHax IDH u ko-geneuueii 1p/19q;
* nneoMop¢Hana KCaHTOaCTPOLMTOMA

[nsa andPysHbIX aCTPOLMTOM XapaKTepeH MHBA3MBHBIN POCT C MOCTeneHHOM TpaHcdop-
Mauuei B acTpounTOoMbl 60/1ee BbICOKOW CTeneHMn 3/10KayecTBeHHoCTu. O6beM pesekuun
ABNAGTCA BaXHbLIM NPOrHOCTUYECKUM GaKTOPOM, OJHAKO He Y BCeX 60/IbHbIX ONYX0/Nb MOXHO
yAanuTe ToTanbHo. [1pn 1oKanusaumm onyxonm B ry6oknx o6nactax Mosra mav B GyHKLMo-
HaNbHO-3HAa4YMMbIX 30HaX YacTo BeinosHAeTca CTh.

Bonpoc o uenecoobpasHocTu HasHavyeHus JIT u XT pelwaeTca MHAMBUAYaANbHO C onpeje-
JIeHWEM FpYNM HA3KOTO UM BbICOKOTO pUCKa NporpeccupoBaHus onyxonu (puc. 3). K patopam
BbICOKOIO pUCKa OTHOCAT: BO3pacT > 40 neT, Hannumne pesnayanbHoN ONyxoau nocae Xupypru-
4eckoro yaanenus (Cy6ToTanbHas MM HaCTUYHAsA Pe3eKLMSA, OTKPLITAsA MAK CTEPEOTAaKCUYeCKas
6uoncus), pasmep onyxoau > 60 MM, HEBPOIOTMHECKMNIA AedULUT, MOPAXKEHUE ABYX AONEN NN
MO30/IMCTOrO Te/a (A0CTaTO4YHO HaIMuMsA O4HOTrO GpaKTopa). K paKTopaM pucKa pasBUTUA paHHEro
peunanBa MOXHO OTHeCTU PpoKanbHOe HaKon/eHe KoHTpacTa Ha MPT u uHaeKc HakonaeHua
PO (MeTUOHMHA), COOTBETCTBYOWMIA aHanAa3uu, npv nposegeHnn MIT-KT (4ocTaToyHO Hanu-
umns ogHoro dpakTopa). [oce onepaTUBHOro BMeLwaTeIbCTBa BceM 60/1bHbIM NpoBognTCA JIT 3a
UCKI0YEHMEM ClyHaeB C NONHOW pe3eKLiuelt onyXxoaun 1 6e3 Haanmuna ¢pakTopoB pUCKa paHHEro
nporpeccmpoBaHus. B 3Tux cnyvyaax nposoauntca Habatogenme — MPT 1 pas B 3-6 MecaueB uam
npu HapacTaHUM cMMnToMOB. [1pu HeNoAHOM yaaneHUn/6noncumn oNyxonu 1 NPy HaaAnYUm
elje o4HOro GpaKTopa BbICOKOrO pUCKa pa3BUTUA paHHero peLanBa nokasaHo HasHavyeHnme JIT
cPO/11,8-2,0Tp o COA 50,4-54 Tp u/uaun XT (TabA. 6) Pagnoxupyprus MoxeT paccMaTpuBaThCs
NPy He60AbWUX OTTrPaHNYEHHbIX OMYXOAX U MPU I0KaNbHbIX HebonbWwNX peynansax nocae JIT.

MaymeHTaM noxunoro sBospacta (ctapwe 70 neT) c 06wMpHbIMK onyxonamu /T MoxeT
He NPOBOAMTLCA, @ Ha3HaYaeTCcs MoHoTepanua Temosonomugom (5/23) (taba. 6). Bonpoc
o HaszHayeHun JIT u XT ocnabaeHHbIM NaymeHTaM (HU3KUIM MHAEKC KapHOBCKOrO U/nav npu-
3HaKW BHYTPUYEPENHON rMNepTeH3UM), a TakKe 60/IbHBIM C PacCNpOCTPaHEHHOMN OMYXO/IbLO
pewaeTca nHaMBMAYyanbHo. locne okoH4YaHua Kypca /1T BbiInoNHAETCA KOHTpOAbHaa MPT
(qepe3 2-4 Hepenn nocne okoH4yaHua J1T, a 3aTeM — Kaxable 2-3 MecsiLa B Te4eHune 2-3 neT)
C pelleHneM Bonpoca o LenecoobpasHocTu nposegenmns XT.

MNpv peungnese oueHNBaeTCA BOSMOXKHOCTL MOBTOPHOIO yAaN€HMA CNepecMOTPOM FUCTO-
NOrnyecKoro gnarHosa. lpm HeBO3MOXHOCTU NPOBEAEHNA XUPYPIrUYECKOro yAaneHuns cTeneHs
aHan/ias’ny MOXHO OLEeHUTb Mo pesyabTaTam MN3T-KT c aMUHOKMCAOTaMU 1 HAKON/TIEHWNIO KOH-
TpacTaonyxonbto npu MPT. [pu nnaHMpoBaHUMN NeYeHNA YUUTHIBALTCA, KaKne MeToAbl 6bian
MCNONb30BaHbl paHee, MPUMEHANUCH N y4eBas N/UAN XUMUOTepanusa, 6bIa 1N JOCTUTHY T
06 eKTUBHBIN OTBET Ha JleYeHue.

PekoMeHgyeMblIi anropuTM neveHuns 60abHbIX AuPPy3HoN ramomoit grade 2 npescTaBnieH
Ha puc. 3.
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4.3. AndPysHbie rnnombl grade 3-4 1 rnmoHelipoHanbHble onyxonu grade 3:
acTpoyutoMa c MyTaymeit B reHax IDH grade 3;

acTpoyuToMa c MyTaymeil B reHax IDH grade 4;

onurogeHaporavoma c Mytauuei B reHax IDH u ko-geneuuneit 1p/19q grade 3;
nneomopdHasa KcaHToacTpouuToMma grade 3;

ravo6nactoma 6e3 myTaumii B reHax IDH grade 4;

audysHas rnmoma cpeaHeli AMHUM c anbTepauueit B ree H3 K27 grade 4;
Anddy3Hasa nonywapHasa ramoma c mytayueii H3 G34 grade 4;
raHravornmoma grade 3.

4.3.1. AlnarHocTukKa

OcyujectBnaetca c nomoubto MPT, M3T-KT. MosekynfpHO-reHeTM4eCcKoe nccaeoBaHme:
MyTauuu B reHax IDH1/IDH2, ko-geneuns 1p/19q, MeTunnposaHue npomotopa reHa MGMT,
MyTauuu B reHe BRAF, myTauuu B reHe TERT, romosurotHas geneuma CDKN2A n/vnn CDKN2B.

4.3.2. OnpepeneHune cTeneHn 310Ka4eCTBEHHOCTH

B Anddy3HbIX rAIMOMaXxX OCHOBLIBAETCA HAa HA/IMYMM B OMYXO/IM YKa3aHHbIX Bbllle KpUTepues
3/10Ka4eCTBEHHOCTH, UHAeKca npoandepaumm Ki-67 (tabsa. 1) 1 HOBOro KpUTEpUs — romMo-
3uroTtHow geneuynm CDKN2A n/man CDKN2B. O6HapyxeHune romosnroTHol geneummn CDKN2A
n/vnnan CDKN2B nprBoANT K U3MEHEHUIO CTEMEHMN 3/10Ka4eCTBEHHOCTU AN ANPPY3HbIX
actpouutoM (puc. 2). Ecnv oHa 06HapyKuUBaeTCs B OMyXOU, AaXe B Cy4ae rmcTo0rMYecKon
KapTWHbl « 406pOKaYeCTBEHHOM FMOMBbI» (MPY OTCYTCTBUM MUKPOCOCYAUCTOM Npoandepaymu
1 HEKPO30B), CTeNeHb aHannasuu 6yaet cooTBeTcTBOBATL grade 4. [pu oTCYTCTBUMU MyTaLuu
BreHax IDH uenecoobpasHo nccnegoBatb MyTalMOHHBIN cTaTyc reHa H3F3A, MyTauum koto-
poroy eTeii M B3POCNLIX MOTYT BO3SHWKATh B ByX BapuaHTax: B CpeAUHHbIX onyxonax — K27
(He6naronpmATHbLINA NPOrHO3) M B MONYWapPHbIX onyxonax — G34 (MPOrHo3 OTHOCUTE/IbHO
6/1aronpUATHbIIN, 4aCTO COYETAIOTCA C METUIMPOBAHMEM MTPOMOTOpPa reHa MGMT). Onyxonu,
rUCTO/NIOrNYecKmn cooTBeTCTBYOWME AN PY3HOM acTpounuToMe, HO 6e3 MyTaumii B reHax IDH1
nnun IDH2, uenecoobpa3Ho AOMNONHUTENIBHO UCCAEA0BATb A/1A OLLeHKU MyTauun B reHe TERT,
amnanéukauymm reda EGFR. AindoysHbie actpoymtombl 6e3 MyTaumuin B redax IDH1/IDH2
n H3F3A, npucytctenem mytauumu B rede TERT, amnanpukaumnmn EGFR, a Takwe +7/-10 xp,
cnepyet cunTath ranobaactomamu (puc. 2).

4.3.3. JleyeHue

Mocne xMpypruyeckoi pesekuMm onyxonn naymeHTam c BepuPpuLMpoBaHHbIM 4UarHO30M
nposoautca AT (30 dpakuuii no 2 Ip Ha dpakymio go COJ 60 p) c OAHOBPEMEHHDIM exe-
AHEBHbIM NpuemMoM Temozonomuga (75 mr/m?2) B Tedenmne Bcero kypca /1T c nocnegytowein
aabloBaHTHON XT. B GTV pekoMeHAyeTCA BKAOYaTb OCTAaTOYHYIO OMYX0Ab /UK N0Xe ony-
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xonu. Ha gose 46 Ip npu POA 2 Tp n 50,4 Tp npun PO/} 1,8 Ip BO3MOXHO COKpallieHMe o6beMa
o6nyuyeHus (6ycT). MayuneHTaM cTapwe 70 f1eT, a TakKe 60/1bHBIM B 0614EM COCTOAHUM NO WKane

KapHoBckoro < 60% pekoMeHz0BaH pexuM runoppakuymoHmposanma c PO/ 3 Ipu CO/J 45 Ip.

Ta6auya 6. PekoMeHAyeMble PeXUMbI IeKapCTBEHHOM Tepanum AnddysHbix ravom (grade 2-4)
U F/IMOHeNpOHaNbHbIX onyxonei (grade 3)

Pexxum Cxema nposegeHuns

Temo3zonomug’ Temo3o10Mug (B coctase X/1T) 75 Mr/M? BHYTPb €KeAHEBHO, HAUMHAA C MEPBOTO AHA W Ha
npoTaxeHumn Bcero Kypca /1T

Temo3sonomug’ Temo300Mug 150-200 Mr/M? BHYTPb B 1-5- 4HU, unkA 28 gHew (5/23), 6-12 umknos, 40
24 UMKNOB B 3aBUCMMOCTYW OT NEPEHOCMMOCTM U 3PGEKTUBHOCTN

PCv? JNlomycTiH 100 Mr/M? BHYTPb B 1-11 AeHb + BUHKPUCTUH 1,4 Mr/m? B/B B 1-i4 1 8-i4 AiHM + npo-
Kapba3uH 60-75 Mr/m? BHYTpb B 8-21-i1 AHU, UMKA 6-8 HeZesnb, 40 6 LVK/IOB B 3aBUCUMOCTN
OT NepeHoCMOCTH

cv JloMycTiH 90 Mr/M? BHYTPb B 1-11 ZieHb + BUHKPUCTUH 1,4 Mr/m? B/B B 1-i1 1 8-1 AiHN, UMKA
6-8 Hegenb, 6-8 LMKNOB B 3aBUCMMOCTY OT NEPEHOCMMOCTH

JNlomycTuH JNlomycTtnH 90-110 Mr/m2 BHYTpb B 1-11 AeHb, LMK 6-8 Heaenb, 6-8 LMKNOB B 3aBUCUMOCTU
OT NepeHoCMOCTH

Kapmyctun KapmycTun 200 Mr/m? B/B 1-4acoBan uHPy3ua B 1-it geHb, UMK 6-8 Hegenb, A0 6 LMKNOB

Kapmyctun KapmycTuH 80 Mr/m? B/B 30-MUHyTHaA MHQY3ua B 1-3-i1 AHN, ULMKA 6-8 Heaenb, 40 6 LMKIOB

PC Mpokap6a3nH 60 Mr/m2 BHYTPb B 1-10-1 AHM + n10MyCcTUH 100 Mr/M? BHYTPb B 1-i1 AieHb, LKA
6-8 Hegenb, 40 6 UMKIOB

Temo3010MM4 Temo3010Mug 150 Mr/M? BHYTPb B 1-5-1 AHW + uncnnatiH 20 mMr/m? B/B B 1-5-11 AHW, UnKA

+umcnnaTuH

28 aHen, A0 6 UMKNOB

Temo3onomng
+ KapbonnaTuH

Temo3010Mug 150 Mr/M? BHYTPb B 1-5-i1 AHW + Kap6onnatud AUC3 B/B B 1-11 feHb, LMK
28 aHen, A0 6 UMKOB

Temo3o0n0Mug
+ 6eBauu3ymab

Temozon0omMug 150-200 Mr/m? BHYTpb B 1-5-1 AHW + 6eBauym3ymab 5-10 mr/kr 8/8 B 1-1 v 15-i1
AHW, UKA 28 aHeld, 40 24 LMKOB B 3aBUCUMOCTH OT NMEPEHOCUMOCTH 1 3PEKTUBHOCTU

BeBauusymab Besayusymab 5 Mr/kr /8 B 1-11 1 15-11 gHu + 3Tono3ug 80 Mr/m? B/8 B 1-5-11 AHW, LMK
+3T0MN03uMA 21 1nnn 28 pgHeld, A0 6 LMKAOB B 3aBUCMMOCTU OT NEPEHOCUMOCTU U SIGPEKTUBHOCTU
BeBauusymab BeBauusymab 7,5 mMr/kr B/B B 1-11 AeHb + kapbonnaTtH AUCS B/B B 1-i AeHb, LnkA 21 AeHb,

+ KapbornnaTuH

20 6 LVK/IOB B 3aBUCMMOCTM OT NEPEHOCUMOCTU U 3PPEKTUBHOCTU

Bepauusymab Besauusymab 5-10 mr/kr /B B 1-1 1 15- AHW + MpuHOTeKaH 125-200 Mr/m? 8/B B 1-11 1 15-i
+ MPUHOTEKaH AHW, UMKA 28 AHeN, A0 24 LMKNOB B 3aBUCUMOCTU OT NEPEHOCUMOCTU U 3IGPEKTUBHOCTU
Aa6bpadeHn6 Aabpadenn6 150 Mr BHYTPb 2 pasa B AeHb eXKeAHEBHO + TpPaMeTUHUG 2 Mr BHYTpb 1 pa3
+TpaMeTuHNG? B /leHb eXe/JHEBHO, /10 MPOrPecCUPOBAHNA UM HENEePEeHOCUMOM TOKCUYHOCTH
Bemypadenu6b Bemypadenun6 960 Mr BHYTPb 2 pasa B AeHb eXeAHEBHO + KOGUMeTUHMG 60 Mr BHYTPb

+Ko6UMeTUHNG?

1pa3 B feHb B 1-21-1 AHM Kaxable 4 HeAenw, A0 NPOrPecCMpOBaHNA MW HenepeHOCMO
TOKCUYHOCTU

Temo3o0n10MM4
+ /IOMYCTUH

Temo3o010Mna 100 Mr/M? BHYTPb B 2-6-11 AHW + JToMyCTuH 80 Mr/M? BHYTPb B 1-i1 A€Hb, LKA
6 Hegenb, 8 LMKNOB
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T CmaHdapmHslli pexum da8 acmpoyumapHsix onyxonel (grade 3-4).
2 CmandapmHsili pexxum das acmpoyumapHsix onyxoneli (grade 2-3).
3 [lnsonyxoneli c mymayueli B 2eHe BRAF.

Haunydwwne pe3yabTaTbl 1e4eHUA rIUOM € MyTauuelt B reHe BRAF oTMeyeHbl gns naeo-
MopHoii KcaHToacTpoumToMsl (MXA) npu Tepanum BeMypadeHn6oM B MoHopexume (MK3 1-A).
HakannueatoTca pe3ynbTaTbl NpUMeHeHUA 4BOHON KoMbuHauun BRAF/MEK nuruéntopos
y 60nbHbIX € XA ¢ MyTaymeit B reHe BRAF (MK3 11-A). BRAF uHru6uTopbl 418 APYruX HO30-
norui ¢ MyTaumen B reHe BRAF Takxe npumenstotca (MK3 [1-A).

MaunenTaM c onurogeHapornmomoii grade 3 B nocseonepalnoHHOM Neproje peKoMeH-
paosatbl JIT v XT (PCV uan MoHoTepanua TeM03010MUA0M). JledeHre MOXHO HauYMHaTb Kak
c /1T, Tak u ¢ XT. MpunonHom oteeTe Ha XT npoBegeHune JIT MOXKeT 6bITb OTNI0KEHO B KayecTBe
pesepBa eyeHUn NpU pasBUTUM peuungusa (Taba. 6).

4.3.4.Ncesponporpeccusn

Yepes 2-3 Mecala nocne KOM6UHMpoBaHHON XJIT Ha KOHTPOIbHBIX MPT MOXHO Habnto-
AaTh peHOMEH NceBAONPOrpeccun ONyxXonn — yBenHeHne ee KOHTPaCTUPYEMO 4acTu Npu
OTCYTCTBMU HapacTaHNA HEBPOIOrMYECKUX CUMNTOMOB M Npu cTabuabHbix Ao3ax 'KC. B gaHHoW
cuTyauun pekomeHayetca MN3T ¢ METUOHUHOM/TUPO3MHOM MAN MPT c KOHTpacTUpoOBaHMEM
Yyepes 2 MecAla, UIN, NpU HeobX0AMMOCTH, Kak KpaltHaa Mepa — CTb. MNcesgonporpeccus
MoXeT HabnoaaTbca n B 6onee no3gHne cpokn nocae /1T c NOABAEHNEM KOHTPaCTMPOBaHMA
KaK B MecTe NepBMYHOI ONYXO/N, TaK U HOBOTrO $pOKYyCa KOHTPaCTUPOBAHMA Ha OTAANEHUN
(yacTo napaBeHTPUKYASPHO, MO30IUCTOE TENO).

4.3.5. Ha6awaeHune

MPT c KOHTpacTupoBaHMeM B TPEX MPOEKLMAX B CTaHAAPTHbIX pexunmax —T1, T2, FLAIR,
T1cTonwmnHOM cpesa, He NpeBblllatoleli 2 MM, BbINOHAGTCA Kaxable 3—4 Mecaua. [laa cnuH-
HOro MO3ra onpuManbHasa ToawmHa cpesa 1-1,5 MM.

4.3.6. He6naronpuaTtHoie paKTOpbl NpOrHosa

TMCTONOrMYeCKME XapaKTepUCTUKM onyxoan (grade 3-4), BospacT cTapuue 70 neT, GyHK-
LUMOHaNbHbIN cTaTyc no wkane KapHoeckoro Huxe 60 %, Heno/iHasA peseKumna onyxonu,
BbICOKas 3Kcrnpeccus reHa MGMT (Mnmn oTCyTCTBME METU/IMPOBAHUA NPOMOTOpPA reHa MGMT).

PekoMeHAyeMbIl anropuTMm neveHns 6onbHbIX AndPy3HON ranomolt grade 3-4 npea-
CTaB/IeH Ha PUCYHKe 4.

4.3.7. leyeHune peyngueos/nporpeccmpoBaHus

Mpv BO3HWKHOBEHUM peunanBa/nporpeccupoBaHns 3a6oseBaHna BONPOC O NOBTOP-
HOM XVMPYPruyeckoM BMelaTeNbCTBE, NOBTOPHOM JIT M NeKapCTBEHHOMN Tepanuu pelaeTcs
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UHAUBMAYanbHO (puc. 5). Buasl JIT paccMaTpuBatoTCs B 3aBUCMMOCTM OT XapaKTepa peuu-
AWBa — NIOKa/IbHbIA B MeCTe NepBMYHO ONYXO0/IN, OTAA/NEHHbIN, AUCCeMUHALNA No 060104KaM
rON0BHOTO M/MAN CMUHHOIO MO3ra U T. 4., BpeMeHu oT npeabigyuen JIT, pasmepa HOBOTO
ouara. B kayecTBe Tepannu peKOMeH/0BaHbI PeXUMbI C BKIlOYeHMeM 6eBalmzyMaba, cxeMbl
c npenapataMu NiaTuHbl, a Takxe XT TeM0O30/10MUA0M B C/lyyae 06beKTMBHOrO OTBeTa Ha
nevyeHwue B nepeoi AMHUKU Tepanum uav NXT no cxeme PCV/CV. Mpu Hannymnm MyTauuii B reHe
IDH1 MOXHO paccMOTpeTb BOMPOC O HasHa4YeHUn NBOoCUAeHN6a C NPOrHO3MPYEMbIM NYHWNM
OTBETOM Ha Tepanuto y 60/bHbIX 6€3 HakoneHua KoHTpacTa B onyxosau (MK3 11-A) (ta6a. 7).

Ta6auya 7. PeKoMeHAyeMble PeXMMbl IEKAPCTBEHHOM Tepanum peunaneos anddysHbix Fanom
(grade 2-3-4) v ravoHepoHanbHbIX onyxonei (grade 3)

Pexum Cxema npoBegeHus

Temo3010MMA Temo3010Mug 150-200 Mr/M? BHYTPb B 1-5-i 4HU, Uk 28 aHeit (5/23), Ao
24 UMKNOB B 3aBUCMMOCTYM OT NEPEHOCMMOCTMN U 3PGEKTUBHOCTN

TeM030/10MWg, B METPOHOM-  TeM030/10MUg, 75 Mr/M? BRYTPb B 1-7-i4 AHW, umkn 14 AHel, A0 24 unknos

HOM pexume B 3aBYCMMOCTY OT NEPEHOCHMOCTU M 3PEKTUBHOCTU

Besauusymab Besauuymab 5-10 mMr/kr B/B B 1-# 1 15-1 AHW, UMKA 28 AHelt

Besauusymab Besauuymab 5-10 mr/kr B/B B 1-# 1 15-i AHW + TeMo3010Mug 150-200 Mr/m?
+TeMo3010MUA, BHYTPb B 1-5-1 AHW, UMKA 28 fHENR, 40 24 LMKNOB B 3aBUCUMOCTY OT nepe-

HOCUMOCTU 1 3GPEKTUBHOCTU

BeBauunsymab + 1oMycTuH Besauunsymab 5-10 mr/kr 8/ B 1, 15 1 29-11 AHW + noMycTWH 90 Mr/m? BHYTPb B 1-i4
ZAeHb, UMK 6 HeZenb, A0 6 LUMKIOB

Besauunsymab 5-10 mr/kr 8/ B 1,15, 29 1 43-i1 AHN + NOMYCTVH 40 M BHYTPb
B 1, 8,15 1 22-1 AHW, UMKA 6 Heaenb, A0 6 LMKIOB

BeBaumnsymat + puHoTekaH  besauusyma6 5-10 mr/kr 8/B B 1-i1 1 15-11 AHW + puHOTeKaH 125-200 mr/m?
B/B B 1-/ 1 15- AHW, UMKA 28 fHel, 40 24 LIMKNOB B 3aBUCKMOCTU OT nepe-
HOCUMOCTU 1 3GPEKTUBHOCTU

Besauusymab + kapbornatui  Besauusymab 7,5 Mr/kr B/B B 1-i1 AeHb + kapbonnaTuH AUCS B/B B 1-11 AeHb, LKA
21 peHb, 40 6 LVKNOB B 3aBUCMMOCTY OT NEPEHOCMMOCTM U 3PGEKTUBHOCTN

Temo3010MMA Temo3zonomug 150 Mr/M? BHYTPb B 1-5-i1 AHW + kapbonnatuH AUC3 B/B B 1-11 fjeHb,
+ kap6orniaTuH UMKA 28 AHeN, A0 6 LMKNOB B 3aBUCUMOCTU OT NEPEHOCUMOCTY 1 3PPEeKTUBHOCTH
NBocnpaenn6’ MNBocnaenn6 500 Mr BHYTPb 1 pas B AeHb eXelHeBHO, 40 NpOrpeccupoBanus

nm HenepeHocmmon TOKCMYHOCTU

' [ins onyxoneii c Mymayueli 8 2eHe IDHT.

4.4.Onyxonu CTBO/Ia FO/IOBHOIO MO3ra

Mpu y3noBbix popMax onyxosieii CTBONA MO3ra, 3K30GUTHOM XapaKTepe pocTa, T.e. Npu
MP-npusHaKax NONHOM UM YaCTUHHOM OTTPaHUYEHHOCTYM OT CTPYKTYPp CTBOAA (HanpuMep,
NPV NUIONAHOMN aCTPOLMTOME) MOKA3aHO yAaseHMe OMYX0/IM A OTKpbITas 6uoncus. Janee,
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B 3aBMCMMOCTM OT FTMCTONOMMYECKOTO MarHo3a, MONeKyNApHO-reHeTUYeCKNX XapaKTepUCTUK,
BO3pacTa M paiMKanbHOCTU yaaneHusa HasHavaoTca JIT u/uan XT/tapretHas Tepanus. Mpwu
Anddy3HOM XxapaKTepe poCTa U HEBO3MOXKHOCTH BbIMOHUTL Aae CTB (M3-3a BbICOKOrO pucka
KU3HEYTPOKAIOLLUX OCNOKHEHNIA) PEKOMEHA0BaHO BbinosiHeHue MIT-KT c aMMHOKMca0TaMm
ANA OLEeHKN CTeneHn aHannasum onyxonun. Hasnadenne JIT u XT/TapreTHHOW Tepanum Takum
60/1bHbLIM NPOBOANTCA B UHAUBUAYANbHOM NopAjKe. PekoMeHAyeTCA NpUMeHeHWe cTepeo-
TaKcMyeckom TexHuUkn obnyyennsa go CO/J 54 p 3a 30 dpakuuin, otctynsi Ha CTV M PTV Munun-
MWU3MPYIOTCA C y4eTOM MaKCMMaNbHO TOYHOrO ONpe/AeneHnA rpaHuL, ONyX0an Ha OCHOBaHMM
CTPYKTYPHbIX M MeTaboNMyeCKMX MeTOA0B HellpoBU3yaansaunu. Npu lOBEHUNbHLIX FIMOMaX
4eTBEPOXO/IMHOW NIaCTUHKM MOC/1e pa3pewerHuna rugpouedanim ocyuecTsnAeTCA perynapHoe
KAnHuU4eckoe n MPT-HabntoaeHue (B Cyyae MporpeccMpoBaHus OMyXoau paccMaTpuBaeTcs
BONMpOC 06 yaaneHun onyxonm c nocaegytouwen /T).

4.5. dneHgnuMoma

BblgenatoT TpM 6MONOrMYECKUX MOATUNA C Y4eTOM JIOKaAN3aL M NepBUYHOro o4ara
M reHeTUYeckol abeppaLuu:

+ cynpaTeHTopuanbHas sneHaguMmoMa c ZFTA fusion-positive; cynpaTteHTOpuanbHas
saneHgumoma ¢ YAP1 fusion-positive;

+  3MNeHAMMOMA 3ajHeii yepenHoii aAMKu rpynnbl A (PFA); saneHAnMoMa 3aHel YepenHom
AaMKu rpynnsl B (PFB);

* CMWHanbHasA aneHAMMoMa ¢ amnanukaumeri rena MYCN; cy6aneHgmMMomMa; MUKCO-
nanuanapHaa sneHanMMomMma.

CreneHb aHan/asnMm ONyxo/u B HacTosAlLee BPeMA He UMeeT 3HaYeHns B nporHose. Mpo-
FHOCTMYECKOe 3HaYeHne MeeT MOoNleKynApHan rpynna n ob6bem pesekuyun onyxonu. Cynpa-
TeHTopUanbHas, UH$paTeHTOpPMaNbHAA U CMMHANbHAA 3NeHAMMOMa Ha NepBOM 3Tane TpebytoT
XUPYPrUHeCKOro yAaneHus, KOTopoe uMeeT BeAyLL Yo po/ib B NporHose 3abosnepaHus. Mpu
TOTaZbHOM yzla/leHUMN SNEeHANMOMbI MPOrHO3 OYEHb XOPOLWMA. MpK 0CTaTOYHONM ONYyX0aU
peKoMeH/0BaHa MOBTOPHAA KOHCY/bTaLUA HeMPOXMPYPra A/A pelleHNsa BONPOCa O BO3MOX-
HOCTM TOTa/IbHOIO yAaneHnsA o6pa3oBaHus.

B nocneonepauynoHHom nepuoge soinonHaetrca MPT rosoBHOro n CNMMHHOroO Mo3ra
C KOHTpaCTUpOBaHMeM C Le/ibio BbIAB/IEHNA BO3MOXHbIX cy6aanHow,qaanb|x MeTacCTa3oB
M uccneAoBaHme CIMHHOMO3MOBOM XUAKOCTU Ha ONyXoneBble KAeTKU (He paHee 2 HeAenb
nocne onepauuu) (puc. 6).

Mocne yaaneHns cynpaTeHTOpUanbHON, UHPPaTEeHTOPUAbHOM U CMUHANBHOW SMEHANMOMbI
npoBoAMTCA NoKanbHaa JIT Npy OTCYTCTBUM NE€NTOMEHUHIMa/IbHBIX MeTacTasoB M onyxose-
BbIX KNeTOK B inkBope — PO/ 1,8-2 p go COJ] 59,4 I'p. MNpu BbIABNEHUMN MeTacTa3sMpoBaHUA
(no gaHHbiM MPT unun aHanumsa ankeopa) nposoautca KCO 35,2 Tp ¢ PO/ 1,8 Ip, 6ycT Ha
oyaru otcesa 49,6 p. [pu aneHAMMOMe C JIoKanM3aumneli B CNTMHHOM Mo3re BbinosHaeTca JIT
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CO/A 54,6 p, B weitHoM oTaene go CO/J 50 I'p. BoamoxeH 6ycTt o CO/ 59,4 I'p B 3aBMCcMMOCTHU
oT JIoKann3aumm.

Cy63neHAMMOMa M MUKCONaNUANApHasn 3NeHAMMOMa NpY TOTaZIbHOM y/Zja/IeHU M OMY X0
M OTCYTCTBUM METACTasMpOBaHUA MO JIMKBOPOMNPOBOAALMM MYTAM NEPEXOAAT Ha AUHAMMUYe-
cKoe HabawaeHMe.

XTs nepBoﬁ JINHUN B Ne4eHUN 3NeHANMOMbI NpU ee TOTa/IbHOM yia/leHNN He NTpUMeHAeTCA.

B cnyyae peungunBa sneHAMMOMbI PpEKOMEH0BaHbl NTOBTOPHOE XMPYPruyeckoe seyeHune
1 NpoBejeHne NOBTOPHOM 10KaAbHOW /1T (MPM OTCYTCTBUM METACTA30B M OMYXO0/IEBbIX K/IETOK)
B TOMW e go3se.

MNpv HeonepabenbHOM JIOKaNIbHOM peLiUANBE U MPU NENTOMEHUHIMANbHOM MeTacTasm-
pOBaHMM peKOMeHA0BaHa cTepeoTakcuyeckan paguoxupyprua s CO/Zl 14-20 Ip.

XT Ha3HayaeTca MauMeHTaM C SNeHAUMOMON B Cayyae peuuansa nocae nostopHoi /1T
NMPU HEBO3MOXHOCTM NPOBeAEHNA NOBTOPHOIO PajMKaNbHOrO XMPYPrUYECKOro yaaneHuns
u nostopHoit /1T (Ta6s. 8). Xopowue pe3ynbTaTtbl 1€4€HUA C ANUTENbHBIM KOHTPOEM 3a60-
neBaHuA 6blM NONyYeHbl NPU MPOBEAEHUN Tepanun NO CXeMe TEMO30/I0MUZ + anaTUHUG
(MK3 11-A) (Tabn. 8).

MNpu AnHaMn4yeckoM HabOA4EHUM KOHTPONbHbIE 06CeA0BaHUA (MPT ronosHoro 1 Bcex
OTAE/10B CMMHHOIO MO3ra C KOHTPACTMPOBAHMEM U KAMHUYECKOe 06CneA0BaHNE) BbINMO/IHA-
toTca 1 pa3 B 3-4 MecALa Ha NPOTAXKEHUM NepBbIX 2 NeT HabaloAeHUs, 3aTeM, NIPU OTCYTCTBUMU
AaHHBIX 3@ NporpeccupoBaHne — He pexe 1 pa3a B 6 MecALEB B TeYEHUE CAeayOWNX 3 NeT,
3aTeM — 1 pa3 B roj uau nNpuv nosBJ€HUM HEBPONOTMYECKMX CUMNTOMOB. B cnyyae nporpec-
CMpOBaHMA B BUAe CONMTapHOro o4yara paccMaTpuBaeTCA BOMPOC O NOBTOPHOW onepayuum
M MOBTOPHOW JIOKaNIbHOM Ny4eBoV Tepanun. Mpu HeonepabesbHO ONYXONN UM HE6ONBLLNX
pa3Mepax peuuamBa — O PajUOXUPYPIrUYECKOM 1eYEHUN.

Ta6auua 8. PekoMeHyeMble PeXMMbl 1IeKapCTBEHHOM Tepanuu SNeHAVMOM B C/lyyae peuuavea

Pexxum Cxema nposegeHuna

Temo3onomma TeMo30s10MuA 125 Mr/M? (nepeble 2 unkaa) — 150 Mr/m2 (Mpu OTCYTCTBUM remMaToNorYeckoi

+nanatuHn6 TOKCUMHOCTM 3-4 CT) BHYTPb B 1=7-i1 1 15-21-11 AHW, KA 28 AHel +nanaTHU6' 1250 Mr
BHYTPb 1 pa3 B CYTKM XKe/JHEBHO /10 NPOrPeccpoBaHNA UK HenepeHOCUMOW TOKCUYHOCTY
(4MCN0 UMKNOB 3aBUCUT OT 3PPEKTUBHOCTM M NEPEHOCUMOCTM TEPANuK, HO He 6onee 24 LWKIOB)

Temo3010MM4 TeMo3010MuA 150 Mr/M2 BHYTpb B 1=5-11 gHu, umkn 28 aHen (5/23), 6-12 umknos, Ao
24 UMKNOB B 3aBUCUMOCTY OT NEPEHOCUMOCTM U 3GGEKTUBHOCTM

STono3ng 31ono3ung 50-100 Mr/M? BHYTPb WM B/B B 1-5-11 AHK, unkn 21-28 aHel (MUHUMYM 6 LmKIO0B
MPY OTCYTCTBUM TOKCUYHOCTM M NPOAOC/IKEHHOIO pOCTa)

T [lo peweHuto KoHcuAUyMa npu peyuduse (BO3MOXKHO BMOPUYHOM peyuduse, K020a BCe dpyaue onyuu uc-
uepnabi).

Tom/vol. 15(3s2)2025 3/1I0KAYECTBEHHbBIE OMNMYXO0JIN
Malignant Tumors



Bepcun 2025 MEPBUYHBIE onyxoau uHe 239

4.6. NMepBuyHaa numdpoma LLHC

Mopdonoruyecku, 6osnee yem B 90% cnyvaes npegcrabieHa AupdysHon B-kneToyHom
NMMPOMOIA, 04HAKO BCTPEYAOTCS BCE POPMbI HEXOAKKUHCKUX NMMPOM (T-KAeTOYHasA, BHYTpU-
COCyAMNCTan KpynHokaeTouHas, MALT-auM¢pomMa TBepAO MO3roBOI 060/104KMK).

MeTogoM ycTaHOBAEHUA AnarHo3a nuMdpombl aBaseTca CTb. OTKpbiTas onepayus BbINoa-
HAETCA NPU COCTOAHUAX, YTPOXKAIOWMNX MU3HN NALMEHTOB, U HEBO3MOXHOCTM NPOU3BECTU
CTB. McnonbsoBaTb KC go onepauunmn He pekoMeHayeTcsA. [laa nocTaHOBKKU Mopdosiornye-
CKOro gnarHosa pekomeHgyetcanposoantb X co cnegyowmmm antutenamm: CD45, CD20,
CD79a, MUMT1, BCL-2, BCL-6. Mpu 06wem cocTosHnm 60/1bHOrO no wkase KapHoBckoro > 50%,
coxpaHHOW GYHKL MM NeYeHU M NoYyek, Bo3pacTe He cTaplue 65 sieT MeToh0M Bbibopa ABAA-
etca XT Ha ocHoBe BbIcOKOA03HOro (HD) MeToTpeKcaTa ¢ o6a3aTesibHbIM OnNpejeneHneM
KOHLeHTpaL M MeToTpeKcaTa B KpOBM Noc/ie npoBegeHuna yukna c HD meToTpekcatom. Mpu
AOCTVKEHUU MOHOTO UM YAaCTUYHOTO OTBeTa noc/e 4 uuknos MXT (MeToTpeKkcaT + AeKcame-
Ta30H + TEMO30/I0MUA + PUTYKCMMA6) NaLMeHTbI MOY4aKOT AOMONHUTE/IbHBINA KYPC BbICOKUX
aos metoTpekcara (1eBegeHue) natoc 1kypc Temosonomuga. lanee, yepes 3-5Hegesb 60/1b-
HbIM MPOBOAMTCA Tepanus 3TOMO3UAOM C UnTapabuHoM (Taba. 9), nocsie Yero BbINOAHAETCA
MPT ronoBHOro Mo3ra Kax/ble 2 Mecslla B Te4eHMe NepBOro roAa, 3aTeM — Kaxable 4 Mecsaua
B TeyeHue 2-ro un 3-ro net. HaynHasa c 3,5 net MPT Ha3HauvaeTca kKaxable 6 Mecaues. lNayneHTaM
cTapue 65 1eT u/UAn Npu HU3KOM GYHKLMOHaNbHOM cTaTyce (< 60% no wkane KapHOBCKOro)
peKoMeH/0BaHO NpUMeHeHWe B NepBOM IMHUUN TeMOo30/10MUja B pexume 5/23.

Ta6bauya 9. PekoMeHyeMble PeXUMbI leKapCTBEHHON Tepannm NepBUHHON NIMMPOMbI

Pexxum Cxema nposegeHus

MeToTpekcar MeToTpekcaT 3000-8000 mr/m? B/B 24-4acoBas uHdysuna 1pa3 B 14 gHeld, B 1-i1 aeHb,

+ fleKcamMeTasoH 7 BBeAEHWN (+ Kanbuwms GpoamHat 0,5 Mr/Kr B/B Kaxable 6 YacoB, HauMHas yepes 24 yaca
+TeM030/10M1, noc/e BBe/AleHNA METOTPEKCaTa U MO/ KOHTPO/IEM CHUXKEHUA ero KOHLIEHTpaLn B KPOBY,
+ pUTyKCMab BO 2-1 [ieHb) + leKCaMeTa3oH 8 Mr/cyT. B/8 B 1-3-11 A4Hu + Temo30710MMg 150 Mr/m2 BHYTpb

B 7-11-1 AHW, UMKA 28 aHe, 4 UnKna + puTykcuMab 375 mr/m? B/B 1 pa3 B 7 AHeil, B 3-i4
AeHb, 6 BBeAeHUI (npy B-kneTouHon CD20 No3WTUBHOM inMPOME)

Stono3ung 3Ton03umA 5 Mr/Kr Kaxzaple 12 4acos, 8 403, HenpepbiBHas B/B WHY3uA B 1-4-11 AHK (06wan
+UuTapabuH £03a 40 Mr/Kr 3a 96 4acoB UHPy3un) + uuTapabuH 2000 Mr/m2 2-yacosast B/B UHY3MA,
Kaable 12 Yacos, 8 403, B 1-4-11 aHu (06was go3a 16000 mr/m?)
Temo3onomug Temo30/10M1a 150-200 Mr/m? BHYTpb B 1-5-1 AHW, UK 28 aHen (5/23), Ao 24 umkios
B 3aBMCMMOCTM OT NEPEHOCUMOCTU U 3GPEKTUBHOCTM
Temo3onomug Temo30n0Mug 150 Mr/M2 BHYTPb B 1-5-i1 AHW + puTyKcuMab 375 Mr/m2 B/B B 6-i1 AeHb LKA
+ pUTYKCKMab 28 pHeit (npu B-knetouroi CD20 No3nTHBHOM MMPOME), 6 LMK/IOB, Aa/IEE B 3aBUCUMOCTH

OT NepeHOCMMOCTH, 3GGEKTUBHOCTM MO AaHHbIM MPT

BapnaHTOM BbICOKOZ03HOW XT MeTOTpeKCaTOM ABNAETCA BHyTpUapTepuanoHas XT Cc BpeMeH-
HbIM OTKpbITMEM reMaTosHuedannyeckoro 6apbepa. Y MONoAbIX NaLMeHTOB pacCMaTpuBaeTcs
MeTo/ BbICOKOA03HOW XT Ha OCHOBe MeTOTpeKcaTa C Mepeca/ZiKoi CTBO/IOBbIX K/1@TOK KPOBY.
Mpn NONHOM OTBETE, COXPAHAKLWEMCA B TEYEHWE roAa C MOMEHTa BepuduKaLum guarHosa,
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naumneHT octaetca noj HabntogeHnem. Npu HenosHoM oTBeTe nokasaHa JIT BCero ronoBHOro
Mo3ra B fo3e 36 Ip (20 ¢pakumii no 1,8 Tp) c nocneayowmm nposegeHnem MPT c KOHTpacTu-
poBaHueM 1 nNpu HeobxoAUMOCTU ¢ gobaBneHneM bycta go COJ] 45 Ip Ha coxpaHsatowumiica
ouvar KoHTpacTuposanus (puc. 7, 8). Mpu nMMdoOMe rnasa BbINOAHAETCA UHTPABUTPeasbHOE
BBegeHue MeToTpekcarta u/unn 1T rnasHoro s6noka (20 ppakuymii no 1,8 Ip), a Takke HasHa-
YeHue neHannaomuga. NMpum TAKEI0M COCTOAHMM NaLMeHTa 1 0TKase oT nposegeHna XT MoxeT
nposoAnTbLCA runodpakymnonnposaHHas 1T go COA 15-20 Ip.

4.7. MepBUYHbIE repMUHOreHHbIe (FepPMUHAaTUBHO-K/IETOYHbIE) ONYX0U

BcTpeyaloTcs npenMyLecTBEHHO B JeTCKOM M MOIOA0M Bo3pacTe (Hanbosee 4acto
B Bo3pacTe oT 8-10 40 30 n1eT) ¥ XapaKTEpPU3YHTCA BbICOKO YYBCTBUTENbHOCTbIO K JIT u XT.
BblfenalT «4NCTYI0» FrepPMUHOMY Y HEFrepPMUHOTE€HHbIE FEPMUHATUBHO-K/IETOYHbIE ONYX0K
(3mM6puroHanbHan kapymHoMa (IK), onyxosib MeNTOYHOro MellKa, XOpMoKapLHOMa, TepaTtoMa
(3penas, He3pesas, TepaToMa CO 3/10Ka4yeCcTBEHHOM TpaHChOpMaLMeit), CMelWaHHbIe FepMu-
HaTUBHO-KNETOYHbIE OMYXO/MN.

JNlokannsaumsa onyxoau o4eHb 4acTo BCTPeYaeTCA B NMHEeaIbHOM 1 X1a3ManbHO-CeNNAapHON
obnacTu, pexe B 6a3asnbHbIX FaHFANAX, MO3XKeyKe. [epMUHOMA MOXKET OJHOBPEMEHHO pacno-
NnaraTbCA B MMHEA/IbHHOMN U XMa3MaNbHO-CeNNAPHOW ob6a1acTu — 6udokanbHas repMmHoma
(He OTHOCMTCA K METaCTaTUYECKOM OMYXOU).

He cekpeTnpytoT OHKOMapKepbl «4MCTan» repMMHOMa, TepaToMbl, MHOrAa 3M6prUOHaibHasA
KapuuHoMa.

4.7.1. AvarHocTunka

MPT ron0BHOMO M CMMHHOIO MO3ra C KOHTPAacTMpOBaHMEM, MCCe0BaHNE OHKOMapKepoB
B-XTY, APl B KpOBU M CIMHHOMO3IOBOM XUAKOCTU, LUTONOrUYECKOE UCCNeA0BaHUE INKBOPA.
Mpu nopaxeHnn xnasmanbHo-cenNApHON 061acTy NCCNeAYIOTCA FTOPMOHbI runodusa.

[lnarHos ycTaHaB/AMBaeTCA Ha OCHOBaHUM 10KAIN3aL MM ONMYXOM U NOBbILIEHHOM YPOBHE
OHKOMapKepoB. [1py OTCYTCTBUM MOBbILIEHNS OHKOMAPKepPOB («4MCTan» FrepMUHOMA, TEPATOMBI,
uHoraa 3K) pekoMeHg0BaHa 61MONCUA ONYXONM ANA YCTaHOBAEHUA MOPGONOTMYECKOrO AUarHo3a.

Mpu 6udokanbHO repMUHOME U HOPMabHbIX MOKa3aTeNAX OHKOMapKepoB 6uoncua
OMyXO0/IN He MOoKa3saHa.

4.7.2. levyeHue

Tepanuio repMuHoreHHbix onyxosei LULHC pekoMeHs0BaHO NPOBOAUTL B CNeLManmnsn-
pOBaHHbIX LLeHTpax.

Mpu BbIABNEHUMN MOBbIWEHUA OAHOTrO UAM o6oux Mapkepos (B-XI'Y —=5xBIH,
A®M —=2x BIH) nposogaT XT 6€3 rncToNI0rMYeCcKoin BepupmnKaLum onyxosm ¢ Nocaeayto-
wum obnyyeHnem.
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JleueHue N0KaAM30BaHHOMN repPMUHOMbI COCTOUT U3 UHAYKLMOHHOM XT (KoMBUHaLMK «Kap6o-
nnatuH + 3tono3na»(CE) n «kap6onnatuH + ndocpamma»(Cl) B anbTepHUpyIOLLEM peXUME
(Bcero 4 uukna) c nocnepytoLeit oueHkol apderta (Taba. 10). MpU AOCTUKEHUU MOSHOFO
perpecca npoBoaUTCA 061y4eHme enyao4KkoBoi cucteMbl (COZ 24 p), Npu 4OCTUKEHUM YaCTHY-
HOro perpecca Aono/IHUTE/IbHO MPOBOAMTCA 061yYeHe ocTaTodHOM onyxoau (g0 CO/J, 40 Ip).

MeTacTaTnyeckas repMMHOMa NOA/IEKUT TO/IbKO y4eBON Tepanuu B o6beMe KpaHMo-
cnuHanbHoro o6aydenuns COJ 24 Ip c 6ycToM Ha onyxoneBble oyarn CO/, 16 I'p.

Mpu MeTacTaTnyeckoi repmmHome XT He nokasaHa!

NledyeHune HerepMmuHoreHHbix onyxonen LIHC HaumHatoT ¢ 3-x yuknos XT no cxeme PEI
(KOMBMHaLUA «LUCNIATUH +3TONO3MA + MPochamMua») c nocnesyoLeil oLueHKok sdppekTa.
Mpu gocTmxeHUN nonHoro perpecca nposoanuTca 4-1 umkn XT no cxeme PEl, 3aTeM 061yyeHne
noxaonyxonun COJ, 30 Ip v xenyaoukosoi cuctemsl CO/l 24 p (Mpu nokanbHOM GopMe) nam
o6ayyeHune noxa onyxonn COJ, 24 Ip n kpaHnocnuHanbHoe obayyenune CO/Z 30 p npu MeTa-
cTaTudeckon popme. Mpu AOCTUKEHUM YACTULYHOTO perpecca v ctabuansaynm BbINONHAETCA
XWUpYpruyeckoe yaaneHve pesmayanbHol onyXoan C OLeHKo naToMop$oa0rnyeckoro oTeeTa,
nocseaywowum npoeegermem 4-ro ynkna XT no cxeme PEl n aHanormyHbeiM o61yveHnem.

Mpu 4ncToii HecekpeTUpytoLLeli repMUHOME NPOBOAAT 06/TyHeHNe KeNyA04KOBOW CUCTEMDI
PO/ 1,8-2Tp, COJ, 24 Ip (Mpu OTCYTCTBMM METACTa3npoBaHMA) C 6YCTOM Ha OCTAaTOYHYIO OMYXO0b
80 COZ 40 Ip. Mpu oTCYyTCTBUM OCTATOUHOW onyXoau 6ycT He npoBoauTcA. [1pu BbisiB€HUN MeTa-
CTa3snpoBaHMA UHNLKANLHO Y NALMEHTOB C MOATBEPX/4€HHON FePMUHOMOW NPOBOANTCA TONLKO
nyyeBas Tepanus B o6beMe KCO COJ 24 p, 6ycT Ha o6aacTb MeTacTasos uonyxons go CO/, 40 Ip.

Mp¥ HaNMYMKU OCTATOYHOM ONyX0/n (HErepMUHOreHHbIe OMyX0Kn) A0 Havana JIT pewa-
eTCA BOMPOC O ee XUPYPruyeckom yaaneHun. Jlyderan Tepanva Nnpu J0KabHON ONyX0Nu
coctaBnsneT 54 [p Ha o61acTb onyxonu. [pu BbIABAEHUN MHUHLMAIBHO MeTacTa3oB yyeBas
Tepanus nposoauTca B o6beme KCO CO/JL 30 p m 6ycT Ha o61acTb onyxonun go CO/Jl 54 Ip.

Mpy Heob6x0AMMOCTM pelaeTca BONPOC O IMKBOPOLWYHTUPYIOLLEN onepaLuu.

Ta6auua 10. PexkvMbl 1eKapCTBEHHON Tepanny repMUHaTUBHO-KIETOUHBIX OMyXonen

Pexwum Cxema nposegeHuns

«4YNCTAA» TEPMMHOMA

2 6/10Ka, BCEro 4 anbTepHUPYIOLWMX LIMKAA C UHTepBaoM B 21 AeHb (Havano 2 umkaa Ha 22 AeHb, 3-1 LKA Ha
43 peHb 1 4-1 LMKN Ha 64 aeHb)

3Tonosua + kapbonnatud CE - 3Tonosma 100 Mr/m? B/B B 1-3-i1 AHU + Kap6onnaTuH 600 Mr/m? B/B 1 AeHs;

3Tonosma +npochamug El 3tonosuna 100 Mr/m? B/8 B 1-3-11 AHu + udocpamug 1800 Mr/m? 1-5aHu (+ MecHa')

Pe)xuMbl BTOpPOW — TpeTbeln NNHUI

MaknnTakcen Maknutakcen 120 Mr/m? B/B B 1-i1 1 2-it aHn + ndocdammug 1500 mr/m? B/B BO
+undocdhamng 2-5-1 AHY (+MecHa' B/B BO 2-5-11 AHW) + umcnaatun 25 Mr/m2 B/B B 2-5-1 4HK
+uuncnnatux (TIP) (+ punrpacTm 5 MKr/Kr n/K B 6-15-1 AHU UAK SMNSTGUATPACTUM 7,5 Mr /K B 6-11

A€Hb), UMKA 214eHb, He 60/1ee 4 LKI0B
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Pexxum Cxema nposegeHus

BuH61aCcTUH BuH6nacTn 0,11 Mr/kr B/B B 1- 1 2-i1 AHU + upocpamng 1200 mr/m? B/B B 1-5-11
+undocdhamng AHU (+MecHa' B/B BO 2-5-11 AHu) + umcnnatud 20 Mr/m? B/8 B 1-5-if gHu (+ dun-
+uumcnnatux (VelP) rpactuM 5 MKr/Kr n/Kk B 6-15-i HW UK SMN3rGUArpacTM 7,5 Mr n/K B 6-i1 AeHb),

unkn 21 aeHb, He 6onee 4 UUKOB

leMuuTabuH F'emumTabun 1000 Mr/m? B/B B 1-i1 1 8-i1 AHV + okcanunaaTuH 130 Mr/m? B/B B 1-11
+ okcanunaatut (GEMOX) AeHb, Uk 21 aeHb, 4-6 Lnknos

STonosmng 31onosug 100 mr/cyT BHYTpb B 1-10-/1 AHW, Nepepbis 14 AHel, A0 NporpeccupoBa-
HUs?

HerepMuHoreHHble onyxonu®

LincnnatuH Uncnnatuu 20 Mr/m? B/B B 1-5-i AHW + 3Tono3ug 100 Mr/m? B/B B 1-3-i1 gHK
+3TOMNO3MA +udpocpamug 1500 mr/m2 B/B B 1-5-i AHU (+ MecHa' B/B B 1-5-11 AHK), umKn
+udocpamug (PEIl) nosTopAeTca Kaxable 21 feHb, Bcero 4 uukna

T MecHa npumeHsemcs 8 cymo4Holi o3e, paHoli 100 % om 003bl upocamuda u pazdesneHHol Ha mpu Bae-
0eHusA B meqeHue OHA: HenocpedcmseHHo neped BBedeHueM ugocpamuda u danee yepes 4 u 8 yacos nocae Ha4ana
e20 UH@y3uu.

2 Mosem ucnonbL308amsCa NPpU HEBO3MOXHOCMU UNU HEYEeNeCco06pasHOCMU npoBedeHus 60/1ee UHMeHCUB-
HbIX PEKUMOB IeYEeHUS.

3 Pesxumbl Bmopoli — mpemsbeli AUHUL Me Ke, YMO U NPU «4UCMOUi» 2epMUHOME.

YpoeeHb MapkepoBs (A®I, B-XT'Y) nccneayercs nepes HavanoM KaxAoro uukaa. Mocne
Kaxabix 2 unkaoB XT BbinonHAeTcAa MPT rof0BHOIro M CMMHHOIO MO3ra C KOHTPacTUpPOBaHUEM.
Jlo Hayana nevyeHna y GepTUNLHBIX MYXUYUH peKOMeHaYyeTCcA 06CYAUTbL BONMPOC O KPUOKOH-
cepBaL My CriepMbl.

4.7.3. HabawaeHue

MPT ro/sIoBHOrO U CMMHHOTO MO3ra U oHKoMapkepsl (ADT, B-XI'Y) BbINOAHATCA KaX-
Able 3 MecAla B Te4eHMe NepBOro roja, 3aTeM — Kaxjble 6 MecAleB B Te4eHne AByX /eT,
3aTeM —1pa3 Broj WA Npu NoABJEHNN HEBPONOTMYECKON CUMNTOMATUKN.

4.7.4. Peunausbl «4ncTbiX» repmuHom u HFKO

Mpu MeTacTasnpoBaHny repMUHOMbI NpoBoANTCA 06nyyeHune Bceit LLHC c 6ycTom Ha
onyxonb/MeTacTasbl. [Ipu NoKaNbHOM peunanBe — NOAUXUMUOTEpPaNUA, C nocaeaytoulen
JIOKanbHOW yYeBoi Tepanuen (Taba. 10).

Mpu peuyngunee HIKO pekoMeHayeTCA NpMMeHeHMe XMPYPrUYeCKOro BMellaTenbCcTBa,
c nocnegyowmnm npumeHeHmem XT n IT nokanbHo nan KCO B 3aBMCUMOCTU OT HaNN4YnUA
meTtacTasos (Ta6a. 10).
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4.8. MeHUHrnoma

Llenbio xMpypru4yeckoro 1e4eHmsa MEHVHIMOM ABAAGTCA MaKCMMa/bHO PajnKaibHOe yaa-
NeHne onyxonu. [pu HepaaUKanbHOM yAaneHUn MeHuHrnomsl (grade 1) pekomengyerca T
cPOA1,8-2,0p a0 COA50-54Tp; cPOA7,5Tp a0 COA22,5Tp;cPOAS5,5Tp a0 COA27,5Tp
AN cTepeTaKkcmyeckon pagnoxupyprum go CO/Jl 14-16 Ip. Y naumeHTOB C MEHUHIMOMOM
grade 2 pekomeHgyeTtca 1T c PO/ 1,8-2 Tp po CO/J] 54-60 Ip unu runodppakymorHan JIT/cre-
peoTakcuyeckas paguoxupyprus. lpu MmeHnnruome grade 3 BeinonHaetca ITcPOA 1,8 Ip go
CO/1 59,4-60 'p, BO3MOXKHO pagNOXMpPYpruyeckoe U runoppakLMoHMpoBaHHoe obnyyeHme.

Bo Bcex cnyvaax GTV BKAto4aeT KOHTPACTUPYEMYIO HacCTb OMYXONU U TunepocTaTuyeckune
M3MeHeHWA, BONpoc 06 061yHeHUn «ypanbHOro XBOCTa» pellaeTca MHAUBMAYaabHo. Mpu
MeHUMHrnomax grade 2-3 8 GTV BK/IlO4AETCA N10XKE yAANEHHOW ONYX0AW. B cyyasx MEHUHTMOMBI
grade 3, a TaKkXe HeOHOKpaTHbIX PeLuANBaX MEHNHTMOMbI grade 1-2 BO3MOXHO npoBeAeHue
nekapcTeeHHoW Tepanuu (MK3 11-A) (Taba. 11).

Ta6nuua 11. PekoMeHAyeMble peXVMbl IeKapCTBEHHOM Tepanum Npu aHan1acTMYeckomn
MEHWHIUOME W/WAN NPU arpeccUBHOM TeYEHUN MEHUHTOMBI grade 1-2

Pexxum Cxema nposegeHuna

BeBauwusymab Besauum3yma6 5-10 mMr/kr B/B B 1-i 1 15-11 AHW, UMKA 28 AHEN, A0 NPOrpeccpoBaHmA
3ab60/1eBaHNA, HenepeHOCUMON TOKCUYHOCTU UM 06bEKTUBHOMO OTBETA Ha Tepanuio

Bepauusymab beauusymab 5-10 mMr/kr B/B B 1-i1 1 15- AHW, uMKA 28 fHelt + 3Beponnmyc 5-10 Mr BHYTpb

+3BEpONNMYC 1 pas B CyTKM eXKeHEBHO (40 NPOrpPeccMpoBaHMs UM HEMEPEHOCHMOMN TOKCUYHOCTH)

CyHUTUHUNE CyHUTUHUG 50 Mr BHYTPb 1 pa3 B CyTKM exeHeBHO B 1-28-1 AHW LuKA, 6 Heaenb, A0
nporpeccupoBaHus 3a60neBaHWA, HeMepeHOCUMOW TOKCUYHOCTU MK 06 BEKTUBHOIO OTBETa
Ha Tepanuio

4.9. 9M6puoHanbHbie onyxonm (grade 4):
Meaynno6nactoma (4 6uonornyeckux noaTMNa);
aTunuuHas TepaTtouaHan/pabaonaHas onyxonb;

Kpu6pudopMHas HeilpoanutenmanbHas onyxonb (grade He ycTaHOBAEH);
3M6pMOHaNbHAA OMYXO0/b C MHOFOC/NIOMHBIMU pPO3eTKaMu;
Heiipo6nactoma LLIHC c akTuBaymeit reHa FOXR2;

onyxonb LLHC c BHyTpeHHeli TaHAeMHOI gynaukauymeii rena BCOR
(grade He ycTaHOBAEH)

Bce sM6puoOHanbHbIE ONYX0NM OTHOCATCA K BbICOKOW Fpynmne pucka.

K 3M6p1OHa/NbHBIM ONYX0NAM OTHOCATCA U NMHeo6aacToMa grade4, HO COracHO Aei-
cTBeloweit knaccupukaymm BO3 2021r, oHa paccMaTpuBaeTca B OTAe/bHOW py6puke (4.10),
NOCBALWEHHON «ONYXO/IAM WNLWKOBUAHOM Xenesbl».
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4.9.1. AnarHocTuka

MPT ronoBHOro 1 CNMHHOIO MO3ra C KOHTpacTupoBaHueM. Lintonornyeckoe nccnegosa-
Hue nukeopa. MNauneHTbl C 3M6proHanbHbIMU onyxonamu LUIHC MoryT umeTh HacnepcTBeH-
HbIli OHKONOrUYECKMit CUHAPOM (cMHAPOM fOpAMHA, CUHAPOM CEMEHOro afjeHOMaTO3HOro
noaunosa (APC), cuHapom /lu-dpayMeHn) U HYHKAAIOTCA B reHETUHECKOM KOHCYNbTUPOBaHUU.
Hepeako MaHudecTayma 3a60n1eBaHNA HAYMHAEGTCA MMEHHO C 061,eMO3roBOI CUMATOMATUKK
v BbiaBneHna OIM. HacneacTBeHHbIe CMHAPOMbI BCTPEYaKTCA NPU MOJIEKYNAPHON rpynne
SHH, B 3TOM cny4yae Heo6Xx0AMMO NPOBECTU UCCIe0BaHNE KPOBM Ha MyTaumm TP53, PTCH.

Mpu MmonekynsapHow rpynne WNT pekoMeHz0BaHO nccaej0BaHMe COMAaTUYECKON My TaLumn
TP53. Mpu megynnobractoMe Heo6X0AMMO NPOBECTU UcCaef0BaHMe aMnandukaynm MYC
1n MYCN B onyxonu.

McnonbsyeTtca knaccudurauyma megynnobnactomsl no Yaury (C. Chang) (taba. 12).

Ta6auuya 12. Knaccudumkauus megynnobaactom no C. Chang (1969 r.)

Kateropum M XapaKkTepucTuka

MO HeT mMeTacTasmposaHua

M1 B MKBOpPE MpU MUKPOCKOMMYECKOM MCC/e10BaHNM ONPeANAI0TCA OMyX0/IeBble KeTKM
M2 MeTacTasbl B npesesiax ro/10BHOro Mo3ra

M3 MeTacTasbl B cybapaxHoMAanbHOM NPOCTPaHCTBE CIMHHOTO MO3ra

M4 MeTacTasbl 3a npeaenamm LeHTpabHON HEPBHOM CUCTEMbI

4.9.2. JleyeHue

PagvkanbHas xupyprudeckas pesekyua acCoLMMpyeTCa CAy4INM NporHo3om. Mpu Heob-
X0AMMOCTM B nocneonepaunMoHHOM nepmnoje BbiINO/IHAGTCA BEHTPUKY/IONEepUTOHeaibHOe
WYHTUPOBaHMeE, OHAKO CeAyeT MOMHUTb O BO3MOXHOCTU IMKBOPHOIO MeTacTa3snMpoBaHua
B 6PIOLHYIO NONOCTb.

BceM naumneHTaM nepeg Ha4yas0M TepanmMm peKOMeHA0BaHO BbiNoNHMTbL MPT rosoBHoro
M BCEX OTAE/I0B CMUHHOTO MO3ra C KOHTpacTUpoBaHueM. /ledeHne Heob6X0AMMO HayaThb Cry-
cTA 2-4 Hegenun nocne onepaumun. OTcpouka J/IT 6onee 6 Hegenb yXyALWAET MPOrHO3.

Mocne onepauuu naymeHtam ctapuwe 18 net npu MO n M1 ctaguv npoeogutca JIT (KCO
cPO/A 1,8-2Tp u COA ao 35,2 Ip c gononHuUTenbHbIM 6ycToM Ha 344 go COZ 55 I'p). Tonbko
NoKanbHOe 061y4YeHMne N10¥Ka ONYyXO0/M BOSMOXKHO NPU HU3KOM UK CTaHAapTHOM PUCKe, NpU
OTCYTCTBWM IMKBOPHOM NMOAYWHKM B 30He onepauuu (Mpy HaAMYMM IMKBOPHOM NOAYLIWIKKN ee
clieyerT BK/OYUTb B 30HY 061y4eHUs).

Mpun Hannumm MeTacTazos obnyyeHue BkaoyaeT: KCO COJ 35,2 p, 6ycT Ha MeTacTassbl
B ro/oBHOM Mo3re go CO/] 49,6 Ip, 6ycT Ha MeTacTasbl B cnuHHOM Mo3re CO/Jl 49,6 Ip. byct
AOMNONHUTENBHO Ha OCTaToYHYto onyxosb B 34A ao CO/J 60,4 Ip.
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MpeAnoYTUTENbHO NPOBOAUTL MPOTOHHYIO Iy4YeBYIO TEPaNUIO A48 yMeHbleHNa 0bay-
YeHUA NpUaeXallmx CTPYKTYP, YMeHbLIEHUA PUCKA BTOPUYHbIX OMYXO0/1ei U CHUKEHUA pUCKa
3HAOKPUHHbBIX HapyLIEHUN.

Mocne JIT Bcem nauneHTam nposoauntca XT (Ta6a. 13). MPT ros10BHOIO M CAIMHHOMO MO3ra
C KOHTPACcTMPOBAHMEM BbIMONHACTCA KaxAble 2 LuKkaa Tepanuu. Npn Hannm4mm octaToqHOWM
onyxonu nocne 3aepweHna XT nposoantca MeTpoHoMHasa XT uaun XT ¢ TeMO3010MUAOM UK
BucMogern6om npu SHH MonekynapHoii rpynne (MK3 11-A).

Ta6aunuya 13. PekoMeHayeMble peXUMbl IeKapCTBEHHOW Tepanun MeAy11061acToMbl

Pexxum Cxema nposeaeHus

LucnnaTtuH + 3Tonosma Uucnnatue 25 Mr/m? 8/8 B 1-4-i1 AHW + 3Tono3ug 80 Mr/m? B/B B 1-4-i1 AHU + LU1KNO-

+umKnopochammns docdammg 600 Mr/m? B/B B 4-i1 AeHb, LKA 4-6 Heaenb, 6 LMKNOB
UucnnatmH Lincnnatun 20 Mr/m2 B/B 1-5-1 aHu + 3Tonosug 80 Mr/m? /8 B 1-5-11 AHM + udocd-
+3TONO3MA amug 1500 mr/m? (+ MecHal) 8/B B 1-i4, 3-11, 5-11 AHW, umkn 21-28 AHel (B 3aBUCUMO-
+undocdhamng, CTW OT NEPEHOCUMOCTH), 4-6 LMK/IO0B
LUncnnatun Lincnnatuh 70 Mr/m? 6-vacosas B/8 uHdysua (kap6onnatux 400 mr/m? B/s 1-4acosas
+ IOMYCTUH 1HY3Ws) B 1-1 A€Hb + IOMYCTUH 75 Mr/M2 BHYTPb B 1- A€Hb + BUHKPUCTUH 1,5 Mr/m?
+ BUHKPUCTUH (MakcuManbHas Ao3a 2 Mr) B/8 B 1-i4, 8- 1 15-11 AHW, UMKA 41 AeHb, 8 UMK/IOB
Temo3o10MKUA TeMo3010M1A 150-200 Mr/M? BHYTpb B 1-5-if AHW, Unka 28 aHeit (5/23), Ao

24 unknos
Stono3ng 3Tono3ung 50 Mr/m? BHYTpb B 1-21-1 AHW, UnKA 28-35 AHel, A0 24 LMKIOB 1An

nporpeccvpoBaHns 3a601eBaHNsA, HeMepeHOCUMOM TOKCUYHOCTH

TeM030/10MUA + MpUHOTe-  TeMo30710MUA 150 Mr/mM2 BHYTPb B 1-5-i AHW + puHOTeKaH 50 Mr/m? B/B B 1-5-i
KaH + 6eBaLu3ymab AHV + 6eBaumsymab 10 Mr/kr B/B B 1- 1 15-14 AHW, umkn 28 gHelt, 6-10 LmkoB

Bucmopern6? Bucmogern6 150 Mr 1 pa3 B eHb BHYTPb €Xe/JHeBHO /j0 NPOrpeccMpoBaHna uam
HerepeHoCHMOMN TOKCUYHOCTH, LKA 28 AHel (40 26 unKnoB)

T MecHa npumeHaemcs 8 cymoyHoii 0o3e, pasHoli 100 % om 003bl upocpamuda u pazdeneHHol Ha mpu Bae-
OeHus B meyeHue OHA: HenocpedcmBeHHo neped BBedeHueM upocpamuda u danee yepes 4 u 8 yacos nocse Hayana
e20 uH@y3uu.

2 [lpu akmusayuu SHH nymu.

Mpwv BbIABNIEHUM MeTacTa3MpOBaHUA y NaLMEHTOB C MeAYy11061aCcTOMON ANA yMeHblue-
HUA OMYXOAU U YNYy4LIEeHUA NPOrHo3a peKoMeH40BaHo npoeegeHue 2 610koB XT, KaxAbli
COCTOMT M3 4 unKoB (Tabn. 14). TakuM 06pa3oM, pEKOMEHAO0BAHO 8 LMK/IOB KawAble 2 HeAenu,
nocne 4-ro UMKNa NepepbiB COCTaBAAET 3 HeAeNu.

Ta6auua 14. PekoMeHAyeMblit PeXUM NIeKapCTBEHHON Tepanuu Npu MegynnobaactoMe craaus
M2-M3 nepeg nyyeBoii Tepanueii

Pexxum CxeMa npoBegeHusa: Kaxable 2 Hegenu, nocne 4-ro unkna — 3 Hegenm nepepois
BMHKpUCTUH BUHKPUCTUH 1,5 Mr/M? B/B B 1-i1 AeHb + Lunknopocpamma 800 Mr/m? B/B 1-4acoBas
+ umKknodpochammns nHPy3us B 1-3-1 AHK (+ MecHa)
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Pexxum Cxema npoBegeHus: Kaxable 2 Hegenu, nocne 4-ro uukna — 3 Hegenmn nepepbis
BUHKPUCTUH + METOTPeK-  BUHKPUCTWH 1,5 Mr/m? B 1-11 AeHb + MeToTpekcat 5 r/M? B 1-i4 AeHb B/B 24 yacosas
caT, MOBTOPUTL LKA MHPY3MA C BBeAeHWeM fielikoBoprHa 15 Mr/m? B/B € 42 vaca BBegeHnA MTX Kawzble
Yyepes 2 Hegenn 6 yac 4o 72 yaca 1 onpejieneHMeM MeToTpeKcaTa B KpoBM € 36 yaca Ka/ble 6 4acos.

Kap6onnatuu +31onosmg  Kap6onnatud 200 Mr/m? B/8 8 1-3-11 AHu + 3T0n03ug 150 Mr/M? 8/8 B 1-3-11 AHK

Linkn N2 2: BUHKPUCTUH + MeTOTpeKcaT NpoBOANTCA 2 pas3a.

Mpy HeBO3MOXHOCTY ONpeAenaTh KOHLeHTPaL Mo MeToTpeKcaTa B KpPOBM Nocae nNpo-
BeJeHus umkna c HD MeToTpeKcaToM, He peKOMeH/AYyeTCA NPOBOAUTb 3TOT LK.

M3T-KT npu Mmegynnobnactome He MHGOPMaTMBHA, NOITOMY €€ He PeKOMEHA0BaHO
NPUMEHATD.

MepenuBaHne KOMNOHEHTOB KPOBU PeKOMeHyeTCA, KOrja ypoBeHb reMornobuHa nagaet
Hue 70 r/n. TpoMBOLMTHI CieAYeT NepennsaTth Npu yposHe < 25 x 10°/1 uau no KAMHNYECKUM
nokasaHuam. Korga konmuectso HeiiTpodunos < 0,5 x 10°/n cnegyet paccMoTpeTh BBeeHME
KC® 1 BBOAUTH UX NPeANOYTUTENIbHO B BbIXOAHbIE AHW. /1060 nepepbiB B 1I€YEHNUMN AO/KEH
KOMMeHCMpoBaThCA.

OM6pUOHa/IbHbIE OMYXOIN CynpaTeHTOpUabHON I0Kann3aLmm, Takme Kak Heiipobna-
CTOMa WAn raHrnMoHelpobaacToma, y naymneHToB ctTapiue 18 net BcTpeyatoTca peako. B HoBow
knaccudukauyum (BO3 2021 r.) B pasaene «/lpyrue sM6pmoHanbHbie ONyXoau» NoABUAUCDH
Ccpasy TPU HOBble HO30/10TUK:

1) kpubpudopMHan HellpoaNUTenManbHas onyxonb (0603HauYeHa Kak «BpeMeHHas
eanmHULa»);

2) onyxonb LUHC c BHyTpeHHel TaHaeMHOM Aynaukauunei reHa BCOR;

3) Heitpo6nactoMa LUHC c akTuBaymeit reHa FOXR2.

«WcyesHyBLme» raHravoHeripobaactomsl LLHC Bowsm B cocTas rpynnsl «Hellpobaactoma
LHC, c akTuBauueii reHa FOXR2». MockonbKy Bce 3M6pMOHaNbHble ONyXxou uMetoT grade 4,
KpOMe «Kpu6prdOPMHOI HeMpO3NUTENIMANbHOMN ONYXONN (BpEMEHHASA e ANHNLA)» U «OMYXONN
LHC c BHyTpeHHel TaHAeMHOM AynanKaLumei reHa BCOR», npu KOTOpbIX CTeneHb aHanaasmm
elje He onpejesneHa, NnauneHTam B o6Aa3aTteNbHOM nopagKe Heobxoamumo npoeoauTb JIT u XT
(tabn. 15, puc. 9).

Ta6auua 15. PekoMeHayeMble peXKuMbl IeKapCTBEHHON Tepanun
Helipo6.1acTOMBI/raHrIMOHePO6.1acTOMbI

Pexxum Cxema nposegeHus

Kap6onnatux Kap6onnatuH 200 Mr/m? B/B 1-4acoBas UHyY3MA B 1-3-11 AHW + 3Tono3na 150 mr/m?

+3TONO3NA B/B 30-MUHYTHaA UHOY3MA B 1-3-11 AHW, UMKA 21 AeHb, 4-6 LMKNOB B 3aBUCUMOCTU OT
nepeHoCnMoCTy, 40 12 uMKNoB

LincnnatuH Lincnnatun 40 mr/m? /B 1-4acosas nHdy3usa B 1-3-i gHu + 3Tonosung 120 mr/m?

+3TONO3NA B/B 30-MUHYTHaA UHOY3MA B 1-3-11 AHW, UMKA 21 AeHb, 4-6 LMKNOB B 3aBUCUMOCTUN OT

nNepeHoCnMOCTH, 40 6 LUKIOB
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Pexwum Cxema nposegeHus

Besauusymab beBauu3yma6 5-10 mr/kr B/B B 1-i1 1 15-i1 AHW + vpuHOTeKaH 125-200 mr/m? B/B B 1-i1

+ VpUHOTEKaH 1 15-4 AHW, UnKA 28 aHel, A0 24 LMKAOB B 3aBUCMMOCTM OT NEPEHOCUMOCTU U 3P PeKTUB-
HOCTU

Temo3onomMung Temo3on0omMug 150 Mr/M? BHYTpb B 1-5-I1 AHW + puHOTeKaH 50 Mr/m2 B/B B 1-5-i1

+VpUHOTEKaH AHV + 6eBalm3yMab 10 Mr/kr B/8 B 1-i1 1 15-1 AHW, UMKA 28 AHel, A0 24 UMKAOB

+ 6eBauuzymab B 3aBMCMMOCTM OT NePEHOCUMOCTU U 3GPEKTUBHOCTU

LuncnnatmH Lincnnatun 20 mMr/m? B/B B 1-5-i1 AHW + 3Tono3ug 75 Mr/m? B/B 1-5- AHU + ndocdammng

+3TON03MA 750-1200 Mr/m2 (+ MecHa") B/B B 1, 3 1 5-11 4HW, umkn 28 AHel, 4-6 LIMK/IOB B 3aBUCUMOCTU

+undocdamng OT NepeHoCNMOCTH

Temo3zonomug Temosonomug 150-200 Mr/m? BHYTpb B 1-5-i1 AHW, UnKA 28 AHel, A0 24 LMKnoB

B 3aBMCMMOCTW OT NePeHOCMMOCTU U 3¢¢EKTMBHOCTM

Stonosng 3Tonosug 50 Mr/m2 BHYTpb B 1-21-1 AHW, Lnkn 28-35 AHeid, 40 NpOrpeccMpoBaHms
3a60/1€BaHUA, HeMEpPEeHOCUMOMN TOKCUYHOCTM UM O6BEKTUBHOTO OTBETA Ha Tepanmio

Temo3zonomung Temosonomug 150 Mr/m? BHYTpb B 1-5-i1 AHU + kKap6onnaTuH AUC3 B/B B 1-11 fieHb, LIMKA
+Kap6onnatuH 28 aHel, A0 6 LUKNOB

T MecHa npumeHsemcs 8 cymo4Holi do3e, paHoli 100 % om 003b! ugpocpamuda u pazdeneHHol Ha mpu Bae-
0eHus B meveHue OHA: HenocpedcmBeHHO neped BBedeHueM ugocamuda u danee yepes 4 u 8 4acos nocse Ha4yana
e20 UHPy3uu.

4.9.3. HabawgeHue

MpnM+ctagnmn MPT ronoBHOro M CNIMHHOIO MO3ra C KOHTPAaCTUPOBaAHMEM BbIMONHARTCA
Kaxjble 3—4 MecALa B Te4eHMe NepBbIX 2-X /1eT, 3aTeM — Kaxkable 6 MecsLeB 40 5 neT Habato-
AeHusn, 3aTeM — 1 pa3 B roj UAM Npu NOABJEHUN HEBPOJOTMYECKUX CUMMTOMOB.

MpuoTtcyTcTBnn MeTacTasmposaHna — MPT ronoBHOro Mo3ra BbINOAHATL KaXkble 3—4 mec,
MPT cnuHHOro Mo3ra Ka)able 6 Mec 40 2-X neT HabawaeHus, ganee MPT rosioBHOro Mosra
KaXable 6 Mec, CMMHHOM MO3T KaXkable 12 Mec 4o 5 neT HabatoaeHua, aanee Tonbko MPT ronos-
Horo mo3ra 1pa3 B 12 MecAues.

4.10. Onyxoau WULKOBUAHOM Kenesbl:
* nuHeouuToMa (grade 1);
* MWHeanbHas NapeHXMMaTO3HaA ONYX0/b MPOMEXKYTOYHON AU PEpeHUPOBKM
(grade 2-3);
* manuanspHas onyxonb NUHeasnbHol o6nacTu (grade 2-3);
* nuHeobnactoma (grade 4);
* AecMonnacTUYecKas MUKCOMAHas ONyXOoNb NUHeanbHoi 061acTn c MyTaumei
BreHe SMARCBI1 (grade He ycTaHOB/IEH)

TakTuKa neyveHus onyxoneﬁ LLIMLIJKOBM,D'HOI‘/‘I Xe/sie3bl 3aBUCUT OT CTeNeHU nx aHannasunu
n 6uonornyeckoro nopeageHua.

3/10KAYECTBEHHbIE ONYXOJIN Tom/vol. 15(3s2)2025
Malignant Tumors



248 KnnHuyeckue peKoMeHaauuu RU SSCO

Muueountoma grade 1 TpebyeT TONLKO XMPYPrUHECKOrO le4eHUA. Y NaLMeHToB C NMHea b-
HOM NapeHX1MaTO3HOMN OMYX0/blo MPOMeXYTouHOW AnddepeHunposku (grade 2) n nanua-
NAPHOI ONYXONblO NUHeaNbHON o6aacTu grade 2 Npu OTCYTCTBUM AUCCEMUHALUM OMYXONN
no cybapaxHouganbHblM NpocTpaHcTBaM npoBoanTCcA JIT Ha SI0Xke yAaNeHHOW onyXonu.
MayneHTaM c NMHeaNbHON NapeHXMMaTO3HOM OMYX0/bl0 MPOMEXYTOUYHOW AudppepeHun-
poeku (grade 3) U nanuAnspHOI ONyXoNblo NUMHeanbHo o6aacTu grade 3 BoinonHsetca AT
Ha J10XKe ONyXO0Nu.

Mpu nuHeo6bnacTome grade 4 pexkumbl JIT, XT 1 ocob6eHHOCTU HabAOAEeHUA aHANOTUYHBI
TaKOBbIM NpU 3M6PUOHANbHBIX OMYXONAX — AyyeBas Tepanus B o6vemMe KCO CO/ 35,2 Ip,
6ycTepHoe obnyyeHune soxe onyxonu go CO/A 55 Ip. XT npoBoanUTCA B pexnMe NOAAEPKU-
Batoweit MXT kak npu meaynnobaactome (taba. 13, 15).

Tom/vol. 15(3s2)2025 3/1I0KAYECTBEHHbBIE OMNMYXO0JIN
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> ToTanbHas

I—HET—>

Ha6noaenne MPT
1 pas3 B 3-6 Mecaues

peseKuua
®aKTopbl BBICOKOrO p1CKa paHHero peLuuamnBa:
AnddysHan + Bo3pact > 40 ner;
ranoma — * pasmMep onyxonu 6osee 60 MM;
grade 2 * HeBPONIOTUYeCKuin Jepuunt
* nopaxeHue ABYX A0/1el UM MO3O/INCTOTO Tena
| 5 CTb, oTKpbiTan |—
6uoncus, A >
4acTuyHoe Un A
cybToTanbHoe »
yAanexue

NT £ XT

CxeMa 3. AiropuTM neyeHuns 60/bHbIX Anddy3Hoii ranomoii grade 2

AndoysHan
grade 3-4

ravoma [

|— HET—PI Ypan

He6naronpusatHbie
¢dakTopbl nporHosa:
+ Bo3pacTt > 70 ner;

« craTyc KapHoBcKoro

<60 %;
* 6oNblve pa3mepsl

onyxonu / rny6okoe

pacnonoxeHune

|—AA—>

6 —2auobnacmoma;
OAl — onuzodeHdpoanuoma;

PCV — noMycmuH + npokap6a3uH + BUHKPUCMUH;

CV —10MyCmUuH + BUHKPUCMUH.

NT c TeMo3010MUA0M
+aabloBaHTHas XT
TeM030/10MUA0M

grade 3-4

e | ) AcTpouuntoma >

« JIT + XT Temo-
30/10MUZ0M

« NT+XT
PCv/CV

JA—> JIT/XT, cumnToMaTnyeckas

Tepanus
CTBb nan oTkpbiTan
6uoncus
HET —p CumnToMaTHyeckas
Tepanus

CxeMa 4. AnroputM iedeHns 60bHbIX AndysHol ravmomoint grade 3-4
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p| MHOXeCTBeHHbI CuMnToMaTMYecKas Tepanus/cucTeMHas
ovaru XMMUoTepanusa/naannaTuBHas XMpyprus

v

AndoysHan y

ravoma grade 3-4, Pesekuua/ _>| MosTopHaa 1T I—> n
peumnave cTepeo- oAaepHu-
| TaKcuyeckan sawouaa
paanoxupyprua _>| CucremHas XT I—V Tepanua

> JlokanbHbI
peumnavs

| p| Hepesektanbhbie | o | MosTopHan /IT/

oyaru cuctemHas XT

CxemMa 5. AiroputM neveHuns 60bHbIX € peunaneom andeysHoi ramomsl grade 3-4

Hab6noaenne
| ToTanbHas pesekumna |—> MPT 1 pas B% MecAues

HabnoaeHne
| HeToTanbHas pesekuyma |—> MPT1 pa3B§—4 MecALa

HET —> KCO +£XT

| SneHgMMoMa I

Mertacrasbl:

| Grade 2 * no 060/104KaM;
Grade 3 * OMyXO/IeBblE KNETKN
B /IMKBOpE | Toransuas /T Ha noxe
> eseKLMA —>>| YyAaneHHow
p onyxonu
AA

JIT Ha noxe

> HeTegTe?(n;:a" 1 YAaneHHow
P 4 onyxonu = XT

CxeMa 6. AropnTM nedeHns 60/1bHbIX aneHANMoMol grade 1-3
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—Pl Bo3so6HoBneHue XT MeTOTpeKcaToM |

—>| MoAnHbI OTBET Ha NeyeHne l—

Mposoannack
XT BbicO-
KUMM A03aMU

MeTOTpeKcaTa
HeT nonHoro otBeTa Ha sieveHmne

—>| JIT BCero ronoBHOro mMosra |

XT Ha ocHOBe MeTOTpeKcaTa unu
| Temo3o/s0MMy + pUTYKCMMAb Unn
Apyrue pexxumsl XT

JIMM®OMA, PELNAUB

He nposoaunnack XT BbICOKMMM A03aMK MeTOTpeKcaTa l—

CxeMa 8. AropuTM iedeHns 60/1bHbIX C peLUANBOM IMMGOMBI

JIT Ha noxe yaanen-

HIETI Howi onyxonu + XT
=
3
5 MeTacTassl: AT/
Hevipo6nactoma/ 5 « 10 0BONIOUKAM: Peunans cTepeoTaK-
raHravioeiipo- [ « [ . oY Kt oA [ cuveckan
6nactoma el Yy Y xupyprus/
g B /IMKBOpE
i} XT
&
[
a
AA
— — KCO +XT

CxemMa 9. AnropuTM neveHms 60/1bHbIX HelpobnactoMoii LIHC v raHranoxenpo6baactomoii LIHC
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