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Onyxonb BMNOYKOBOW Xenesbl — pejkoe 3aboneBaHne, KOTOpoOe OTHOCUTCA
K Onyxonam cpeAocTeHns. YacToTa HOBOO6Pa3oBaHUN CpefoCTeHNs B CTPYKType
OHKONOTrnYyecknx 3aboneBaHunii coctaBnset He 6onee 1%. Okono 50% nepBUYHBIX
onyxo/sieii nepegHero cpejoCcTeHNsA SBASIOTCS TUMOMaMU. 3TO rpynna opraHocne-
UMPUUHBIX SMUTENNANbHBIX ONYyX0Jeli BUNOYKOBOM Xee3bl, 06najaroLmnx CXoa-
HbIM rMcTONOTrNYeckUM cTpoeHuem, X npodunnem 1 BapnabenbHON CcTeneHbto
3/10Ka4eCTBEHHOCTMW.

Onyxonn TMMyca NoApPasfensatnTca Ha 3 NoArpyNMbl: TUMOMBI, TUMUYECKMe
KapuMHOMBbI (CUH.— paK TUMYyca), HelipO3HAOKPUHHbIE HOBOOH6pPasoBaHMs. 3a6o-
neBaemMoCTb TUMOMamu cocTaeaseT 1,5 cnyyas Ha 1 MAIH. YenoBekK, a pakoM TUMY-
ca euye Huxe. TMMOMBbI Yallle BO3HMKAKT B Anana3oHe oT 40 go 70 neT n kpaliHe
pesAKO — B AeTCKOM M MOAPOCTKOBOM Bo3pacTe. OAMHAKOBO YacTo 3aboneBatoT
MY>XXUUHbI U XXEHLWMHbI. DTUONOTNA Hen3BeCTHa. KnnHnyeckas kKapTuHa Hecneuum-
dnyHa. Y HeKkoTOpbIX NauMeHToB 60M1e3Hb NpoTekaeT 6€CCMMNTOMHO, U 06Hapy-
XeHune onyxonu cpefoCTeHNs ABASETCHA CIyHalHOM PEHTreHON0rM4Yeckon Haxo4-
Kor. CUMNTOMbI 60/1€3HN 1 MPOrHO3 3aBUCAT OT Pa3MepOB NePBUYHOM ONyX0nu,
HaAn4Msa NapaHeonnacTUYeckKMX CUMNTOMOB, MOP$OIOTMYECKOro TUNa, CTeNeHN
BOB/IEYEHHOCTN OKPYXALLMX OPraHOB U CTPYKTYP M HANNYNG UAN OTCYTCTBUSA
OTAANEHHbIX MeTacTa3oB. boseaHb MOXeT NPOABAATLCA TAKUMU CUMNTOMaMM Kak:
Kalwenb, 04blLKa, 6011 B rpyaHOV KNieTke, gucharns, NposBieHns megmnacTuHaNb-
HOroO KOMMPECCUOHHOI0 CUHAPOMaA (YaLle — CMMATOMbI CAaB/IeHNSA BepXHel Monoi
BeHbl), HapyLeHns cepgedHoro putma. MpnbamsntensHo ot 30 4o 50% nayreHTOB
C TUMOMaMUN NMEKT CUMNTOMbI MMACTEHUN FPaBuUC, KOTOpasa NposABAAETCA B BUAE
nTo3a, AUNA0ONUN, MbILLeYHOR cnaboctn, gucdarnm, aboHUN UK TAXKENOro MU-
acTeHNYeCcKoro Kpm3a ¢ pasBuTrieM reHepasn3oBaHHOro TeTpanapesa n pe3ko
HapacTatoLen cnabocTn gblXxaTeNbHbIX MbILLIL,.

UuTtuposanue: bap6oaura T.4., beiukoe M.b., Aanaxeepouee A.K., bopucosa T.H., Baadumuposa J1.10., lepa-
cumoe C.C. u coaem. llpakmuyeckue pekoMeHOaYUU NO 1eKApCMeeHHOMY NeyeHuro onyxoneli un04koeoll xenesbl
(mumomel u paka mumyca). 310Kka4yecmeeHHsle onyxosau: [lpakmuyeckue pekomeHoayuu RUSSCO #3s2, 2020 (mom
10).35
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1. ONMPEAENEHUE CTARUK

Ans cTagnpoBaHua Hanbonee LWMPOKO MCNoNb3yeTcs kKnaccuurkauma Masaoka-
Koga, koTopasi NnoAX0oAUT KaK ANA TUMOM, TaK U ANs paka Tumyca. CoBpeMeHHas
TNM cncTema cTagupoBaHnsa TUMOM U paka TMMyca OCHOBaHa Ha 06beAVHEeHHbIX
AaHHbIX MeXAyHapOoAHOW rpynnbl MO M3YYEHUIO OMyX0o1ei BUIOUYKOBOW Xenesbl
(ITMIG — International Thymic Malignancy Interest Group) n MexayHapogHo ac-
coumaumm no nlydeHuto paka nerkoro (IASLC — International Association for the
study Lung Cancer). B kn1MHN4YecKon NpakTUkKe BO3MOXHO NCNOAb30BaHMe obenx
Knaccnukaunii (tabn. 1, 2, 3).

Ta6nuua 1. OnpegeneHue kateropuii TNM npu TMoMax v pake Tumyca (8-e nsaanve AJCC, 2018 .)

MepBrYHas onyxonb '

Tx MepBUYHas OMyXo/b He MOXET 6bIThb OLleHeHa
TO MepBurYHas onyxonb He onpejenseTcs
™ OI'IyXOJ'Ib He BbllW/ia 3a npejenbl BU/TIOYKOBOIA Xenesbl Un pacnpocTpaHdaeTca Ha MegmacTuHallb-

HYI KNleT4yaTKy; MOXeT BOBeKaTb MeAnacTHaNbHY Naespy

Tla MegunactuHanbHasa niespa He BoB/ieYeHa

T1b MegunactuHanbHasa niespa nopaxeHa

T2 Onyxonb BpacTaeT B Nepukapg (MMbo Y4acT1yHo, MO0 Ha BCO TOALLMHY)

T3 Onyxosb BOBNeKaeT nerkoe, bpaxvoLedanbHyto BeHy, BEPXHIOH MOJyto BeHy, AnadpparmanbHblii
HepB, rPYAHYH0 KNeTKY UKW PacnpoCTpaHsaeTcs sKCTpanepukapananbHO Ha NerovHyo apTeputo nim
BeHy

T4 Onyxo/b BOB/IEKAET a0PTY, UHTPanepukapAnanbHO IEFrOYHYH0 apTepuio, MMOKApPA, TPAxXeto, MULLEBOA

PervioHapHble TuMpaTYeckme y3nbl

Nx PervioHanbHble AMM@aTYeckmne y3nbl He MOryT 6bITb OLLeHEeHbI

NO HeT MeTacTa3oB B pernoHanbHbIX MpaTNHeCcKX y3nax

N1 Hannuve meTtactasos B nepeaHvix (MpeTMMmYeckmx) AumdaTnyecknx ysnax

N2 Hannune meTtacTasos B ry60KVX TMMPATNHECKNX Y3N1aX FPYAHON KNeTKU U LWelHbIX inMdaTuye-
CKUX y3nax

OTpaneHHble MeTacTasbl

MO HeT oTaaneHHbIX MeTacTa3os

M1 EcTb oTAaneHHble MeTacTasbl

M1a M3onnpoBaHHOe nopaxeHve naespbl UV nepukapaa

M1b BHyTpI/II'IapeHXVIMaTOSHbIe Y3/bl B JIETKOM 1 OTAaN€eHHbIE MeTacTasbl (I'ISHeHb, KocTwn, rofI0BHOW MO3I')

7 YpoeeHsb uHsa3uu 0411 onpedeneHus kamezopuu T 0oaxeH 66imb NodmeepxoeH MUKPOCKONUYeCcKu.
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Ta6nuua 2. MpynnupoBka TMMOM 1 paka TMMyca no CTaAnsam

Cragus T N M
| Tla, b NO MO
1l T2 NO MO
1A T3 NO MO
1B T4 NO MO0
IVA T nro6asn N1 MO

T nobas NO-1 M1a
IVB T nobas N2 MO-M1a

T nobas N ntobas M1b

Ta6nuua 3. Mpynnuposka TMMOM 1 paka TMyca no ctagnam Masaoka-Koga
TNM cragusa
Cragusa Kputepwuii (3kBMBanNeHT)
| MUKpOCKOMUYECKN 1 MaKpOCKOMMUYECKN NoATBEPXKAEeHHOE OTCyTCTBIE TINOMO
BbIXOZa ONYXONV 3a Kancyny xenesbl

Il (A) Mukpockonuyeckas TpaHcKancynsapHas HBasuns T2NOMO

(B) Makpockonuyeckas HBa3us B Mpuexallyro X1poByto TkaHb 6e3 Bosne- | T2NOMO
YeHVa MeAnacTUHaNbHOI NNeBpbl 1 Nepukapaa

1l (A) Makpockonuyeckas MHBa3us B cOCeAHWe opraHbl: nepukapa, nerkoe, 6e3 | T3NOMO
VIHBa3WW B KPYMHbIe COCyAbl

(B) Makpockonuyeckas MHBa3na B COCeHVE opraHbl: Nepuikapa, nerkoe TANOMO
C MHBa3Mel B KpymnHble cocyAabl

I\ (A) MneBpanbHaa UV NepukapananbHas gncceMmHauma T rosan NO-TMO-1a

(B) OTaaneHHble IMM$OreHHbIe 1 remaToreHHble MeTacTasbl T o6 Nnosas M1D

2. AMATHOCTUKA

Ans onpejeneHns TakTUKW le4eHNs HE0O6XOAMMO NPOoBeeHVe KOMMIeKCHOTo
WHCTPYMEHTaNbHOro 06C/eJ0BaHNS C Lie/Ibto TOUHOTO KJIMHNYEeCKoro cTagnpoBa-
HUS 6onesHN.

MnaH o6cnesoBaHNs 60bHBIX C TUMOMOU MU PakoM TUMYyca:

+ cbop aHaMHe3a N pU3NKANbHbLIN OCMOTP;

+ 0bwWwnii aHann3 KPoBY (reMornobunH, 0bLLee YAC0 NeiKoLMTOB, lelikounTapHas
dopmyna, TpoMbOLNTHI);

*  BUOXMMUYECKUI aHaNn3 KpoBU (KpeaTUHUH, MoyeBuHa, AJIT, ACT) n koaryno-
rpamma;

*  aHTUTeNa K aHTMaLeTUNXONNHOBbLIM peLlenTopaM B CbIBOPOTKE KPOBU A5 Onpe-
AeNeHns pucka pas3BUTUA MUACTEHUW FTPaBUC, axe B c/lyyae 6eCcCMMMNTOMHOMo
TeueHus 6onesHu;

3/IOKAYECTBEHHbBIE ONYXO/N
Poccuiickoe 0614ecTBO KIMHUYECKON OHKO/IOT MM
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A®M, B-XTY n AT — ANA NCKNOYEHUSA BHETOHAAHON repMUHOTeHHON 0Ny Xoamn
cpepocTeHns;

KT opraHoB rpyaHo KneTku, 6ptoLLHON NOAOCTN U MaNoro Tasa c B/B KOHTpa-
CTUpOBaHMeM;

Y3W weliHO-HaAKAOYNYHBIX, MOAKAOUNYHbBIX TMMdaTNYECKNX Yy3/10B, OPraHoOB
6pPIOLIHON MONOCTU M 3a6PIOLWNHHOMO MPOCTPAHCTBA A9 UCKIOYEHUS oTAa-
NIeEHHbIX MeTacTasos;

paanon30oTOMNHOE nccnejoBaHme ckeneTa (NpY NOAO3PEHNN Ha NopaxeHue
KocTewn);

MPT rpyAHON KNeTKn ¢ KOHTPACTHbIM yCMneHneM; BbinonHeHne MPT no3Bso-
naet anddepeHUMpoBaTb COCYANCTbIE CTPYKTYPbl CPeA0CTeHMNS (B TOM Uncae
COCYANCTbIE aHOMaNNKN) OT OMYX0NEBOro NOopaxeHnsa 6e3 NpuMeHeHNs 40MN0-
HUTENbHbIX METOAUK;

OKT n 3xo-KI' — npwv nopaxeHuUn nepukapga, Mmokapgaa

®BEC gaéT BO3MOXHOCTb BbIABUTb MpopacTaHme n o6CcTpyKunto (CAaBneHNne,
CMeLLeHme) Tpaxen 1 6pOHXOB; MPY HaANUYNN 3K30PUTHOIO KOMMOHEHTa He06X0-
AVIMO NMPON3BECTN 6MONCUI0 TKaHel Ans Mmopdonornyeckoii Bepupurkauum; npu
OTCYTCTBUM MPOpPACTaHUSA CTEHKWN Tpaxeun nnm 6poHxa 1 Npu Haanumm gedop-
MaLWii BO3MOXHAa TPAaHCOPOHXManbHas (TpaxeanbHas) NyHKLUWOHHas buoncus;
TpaHCcTOpakanabHasa 61MONCUS ONYyXONN CPefOCTeHUS;

BLAEOTOPaKOCKONUSA MPOBOANTCH NMPU HEBO3MOXHOCTUN BbIMONHEHNA U NPU
HeadpPeKTUBHOCTM TpacTopakaabHOM NYHKLMK, a TakXe Mpu HeObXoANMOCTH
NCKAOUYNTL TUMPOMY;

NrxXn/vnm NUX nccnepgosaHue;

M3T-KT ¢ PAl c uenbro NepBUYHOrO CTagNPOBAHNSA HE peKOMeHAYeTCS, HO AB-
naeTca AONONHNTENbHBIM METOAOM B AMArHOCTMKE MOPaXeHNs NneBpbl U B Ka-
YecTBe KOHTPO/SA NOC/e MPOBEAEHHOr0 NeYeHs 1 nepej nanaHnposaHnem J1T;
MPT ¢ B/B ycuneHnemM roJiloBHOro Mo3sra — rnpuv NoA03peHnmn Ha Metactatmye-
CKOe nopaxeHue.

MocneonepaunoHHoe Mmopdosornyeckoe 3akatoueHne nmeeT dyHaaMmeHTanb-

HOe 3Ha4veHne, Tak Kak Ha 3TOM OCHOBbIBaeTCA Bbl60p neyebHOM TakTUKN. B MOp-
(bOI'IOFI/NECKOM 3aKNKYEHUN PEKOMEHAYETCA OTPa3nTb CciegyroLllne napamMeTpbl:

rMCTONOrMYeckoe CTPOeHMe OMNyXonu;

pasmMepbl ONyXonu;

paccTosiHne A0 NPOKCMMAaNbHOI0 U ANCTaNlbHOTO Kpaés pesekLunm;
cTeneHb AnpdepeHLNPOBKN ONYXONN;

Hanuune/oTCyTCTBME NMOPAXEHNS MPOKCUMANbHOTO Kpasi pesekuunu;
Hanuuve/oTCyTCTBME NMOPAXKEHNSA ANCTANBHOMO Kpas pe3ekumnu;
Hanu4yune/oTcyTcTBue NMMPOBACKYNAPHON, NeprHeBPaNbHOM NHBA3NN.

CyLiecTBOBABLUAA B NPEeAbIAYLLMX BEPCUAX «TUMOMA TUN C» B HACTOALLLEe Knaccu-

¢urkaumm BO3 2015 r. nepermeHoBaHa B cobnpaTeibHyt0 KaTeroputo «Pak Tumyca».
fnctonornyeckasn knaccudunkauma npeacrasneHa B tabnuvue 4.

3/IOKAYECTBEHHBIE OMYXO/IN MALIGNANT TUMOURS
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Ta6nuua 4. Knaccndurkaumsa BO3 onyxoneli BUI0UYKOBOW xenesbl (2015 r.)

3NMTeNNaNbHbIX KNETOK C YMEPEHHO BbIPaXeHHOW
aTunue, HeKOTOPbLIMU aBTOPaMU XapaKTepusyeTcs Kak
BbICOKOAVPPepeHLMPOBaHHbI pak TMyca

Moatvn Kputepuii (0b6s3aTeNbHbI) Kputepuii (BO3MOXHBIIA)

Tun A BepeTeHOKNETOUHbIE UK OBaNbHble kneTku, 6e3 SnuTennanbHble KNeTku
aTUNUM UK OMNYXONEeBbLIX NIMMPOLMTOB, COOTBETCTBYET CD20 +
MeaynnspHOMY TUMy

Tvn AB CMeLLaHHbIA TUM, CXOX C TUMOM A, HO OTMeuvarTCs SnuTennaneHble KneTku
e/JMHNYHbIe 0Yar onyxoneBbiX NMMGOLNTOB CD20 +

Twn B1 MeaynnapHbIi TMN, HANOMWUHaeT HOPMasbHbI KOPTU- Tenbua Xaccana, nepusacky-
KaNbHbI CIOM TUMYCa C O4araMu BKAOYEHNSA KNeToK NSipHble NPOCTpaHCTBa
MeAynnspHoi anddepeHumanmm

Tun B2 KopTukanbHbIA TV, COAEPXUT paccesiHHbIe OmnyxoneBble MegynnspHble 0CTPOBKU,
3NMTeNNanbHbIE KNETKM C BE3VKYNAPHBIMU BKIOUYEHUAMK | Tenbla Xaccana, nepmsacky-
B Aape NApHbIe NPOCTPaHCTBa

Twun B3 SnuTennaneHbIli TMM, COCTOUT NPEUMYLLLECTBEHHO U3 Tenbua Xaccana, nepusacky-

NApHbIe MPOCTpaHCcTBa

Kapu1Hombl TUMyca

Pak Tnmyca:

*  MJIOCKOKNETOUHbIN pak;

+ 6asanuoungHslin pak;

* MyKO3MWAEPMOUAHBIN pak;

* NMMM$O3NUTENNOMONOA06HBIN pak;

+  CcapKoMaTouAHbIN pak (kapuuHocapkoma);

+  CBET/NIOKNETOUHbIN pak;

*  ajeHOKapuuHOMa;

+  nanuanspHas ajeHokapuvHoma;

*  KapuuHOMa C TpaHciokaumen t(15,19) — NUT
(CVH.— paK CPeAVIHHOW ANHWW);

*  HeandpepeHUMPOBaHHBIN pak

Mneomop¢Hble anuTennans-
Hbl€ KNeTKW, aKTUH, KepaTunH

* TUNUYHBIA KapLWHOWA, aTUNNYECKWA KapLVHOWE;

*  HU3KoAVPdepeHLMPOBaHHbIN HelipO3HAOKPUHHBIN pak;

* KPYNHOKNETOUHbIA HeAPO3IHAOKPUHHBINA pak, Menko-
KNeTOYHbIN HEeNPO3HAOKPUHHBIV pak

MukpoHoaynspHas MUKpOHOAyANspHas TMMOMa C IMMGOUAHOW CTPOMONA NumoonaHble ponnunkynbi,

TUMOMa MOHOKNOHabHble B-kneTkun
n/vnn nnasmatuyeckue
KNneTkn

MeTannactnyeckas BrdasHas onyxonb, COCTONALLARA U3 SNUTENANBHBIX Mneiiomop$ram anuTenn-

TIMOMa 1 BepeTeHO06pa3HbIX KNeToK; OTCYTCTBYIOT T-KNeTku anbHbIX KNETOK, aKTWH-,
kepatuH- uav EMA-nosuntms-
Hble KNeTku

HellposHAOKPUHHBIE | *  BblcOKOANPDEPEHLMPOBaHHbIA HENPOIHAOKPUHHbIN CM. COOTBeTCTBYHOLLMIA

onyxonu pak (KapLUHOU/HbIE onyXxonw); pasaen KnMHNYecknx

pekomeHgauuii

3. MPOTHOCTUYECKUE OAKTOPDI

MATNNETHASA BbIXMBAaEMOCTb y MauMeHTOB C TUMOMamMu gocTturaetca B 90%
Cc/lyyaeB, OHaKO 3TOT NokasaTenb NMpu pake TMMyca He npesbiwaet 55%. K ync-
Ny MPOrHOCTUYECKNX GaKTOPOB OTHOCAT FMCTONOTNYECKUI TUM, PaANKaAbHOCTb
onepauun, ctaguto 6on1e3HN, OTBET Ha fle4eHune, obLiecoMaTUYeCKniA cTaTyc no
wkane ECOG. B cnyyae pagukanoHon onepaunmn npu I-Il ctagnax 10-neTHAs obuias
BbXXMBaeMocTb cocTaBnigeT 90% v 70% cOOTBETCTBEHHO.
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4. JIEMEHUE

4.1. I-1l cragun (pesextabenbubie) n mectHopacnpocrpanennas cragus llla

4.1.1. Xupypruyeckoe nevenue

ABCONOTHBLIM MOKa3aHMeM K XUpYypruyeckomy neveHuto aensetcs | ctagms. Mpnu
Il n bonee cTagnax TakTMKa NeYEHUA KaXAOro naumeHTa AoakHa 06CyXAaTbCsA Ha
MEeXANCUUNANHAPHOM KOHCUANYME.

MmcTtonornyeckasa BepudurkaLmnsa onyxonm 40 XMpypPruyeckoro ne4eHns He aB-
naetca 06a3aTtenbHON, €CAN MO KJIMHUKO-PEHTreHON0rMyeckM AaHHbIM ONyX0o/b
abCcontoTHO pesekTabesbHa N MMeeTCA MMacTeHUs rpaBuc.

PekomeHzOBaHa foonepaLOHHAsA IV MHTpPaonepaLnoHHas (B ciy4vae Bbl6o-
pa MasloMHBAa3NBHO MeTOAMKM ONepupoBaHmnsa) Mopponornyeckas gmarHocTumka
AN NCKNOYEHNA NTMMPOMbI C MOpaXeHneM AMMpaTUHeCcKMX Y310B NepejHero
cpeAocTeHMe Uan Tumyca. [lo Havana XxMpypruyeckoro ne4eHmsa nauneHTbl 40O-
XHbl 6bITb 06CN1eA0BaHbI Ha NpeAMeT BO3MOXHbIX CUMMTOMOB MUaCcTEHUMN FpaBuC
C UX MeANKaMEHTO3HbIM KOHTpOoaeM. Llefb XMpyprnyeckoro edeHns — yjaneHue
OMyX0/1eBOV MacCbl BMeCTe C BUJIOYKOBOW Xene3oi. MoxeT noTpeboBaTbCA pe3ek-
uma 6amsnexalinx CTPYKTyp: nepukapAa, naeBpbl, Nerkoro, AnapparmanbHoro
HepBa, KPYMHbIX MarncTpaibHbIX COCYA0B. Bo BpeMsi TUMIKTOMUN HeObBXoAMMa
peBn3nsA NnesBpbl. PagnkanbHas onepauns AoKHa BKAOYaTb yAanaeHne onyxonm
coba3aTeNbHbIM YAaneHNEM OKPYXatoLed KneT4aTkn C IMMPpaTNyecKUMmM y3namu.
B cnyyae comHeHUW B oTHOLWeHNM RO HeobxoMMa MapKpoBKa Kpaes pe3ekumn
XUPYPruyeckMmMmn Knuncamm 4na nocnegytowieil BO3MOXHOM J1T.

MUHUMaNbHO NHBa3MBHas TOPakocKonMyeckas onepauns MeHee TpaBMaTUyHa,
HO He peKOMEeHAYeTCS LUMPOKO B PYTUHHOW npakTuke. O4Hako oHa MOXeT NCMOofb-
30BaThbCA Npu |-l cTagnsAX B KPYMHbIX MHOTOMPOGUAbHBIX LLeHTPaX OMbITHBIM XU-
pyprom (Mpv HeMHBa3MBHOM TUMOMe). [py MeCTHOPaCNpPOCTPaHEHHOM OMyX0J1eBOM
npouecce onTUMaabHbIM AOCTYMOM ABAAETCA MOMHAA MPOAONbHAA CTEPHOTOMMUS,
KOTOopas MOXeT 6blTb 4OMNONHEHA TOpakoTOMUel. TOPakOTOMHbLIA AOCTYMN He no-
3BO/ISIeT BbINONHNTL PajuKanbHOe yAaneHne onyxonm, XxapakTepmnsyeTtcs BblCOKOM
4YaCcTOTOM MeCTHbIX PeLMANBOB, MO3TOMY He peKOMeHAyeTCs.

ANropuTM ANArHOCTUKM U NeYeHUA paHHUX CTajnil onyxonei BUAOYKOBON
Xenesbl NnpeAcTaBaAeH Ha puc. 1.

3/IOKAYECTBEHHbBIE ONMYXO0J/N o MALIGNANT TUMOURS
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Mozo3peHve
Ha TUMOMY

NabopaTopHo-
VHCTpYMeHTanbHoe
W peHTreHonornyeckoe
obcnegoBaHne
—>| HepesekTtabensHas |—>| Brioncus I
Onpegenexue Tovowa
pacnpocTpaHeHHOCTH
npouecca CM. anroputm
—>| PesekTabesnbHas |—>| Onepauvisi nocneone-
paLyioHHOro

neveHns

Pak Tumyca

PVICyHOK 1. AﬂFOpI/ITM ANArHOCTVKN U neYeHna paHHUX cTaguin OI'IyXOl'IEIZ BUIOYKOBOW Xenesbl.

4.1.2. Nocneonepauuontoe neyenne

PelleHne Bonpoca o nocieonepayuoHHOM 1e4eHNN 3aBUCUT OT PaAnKaabHOCTH
onepawuu, rMCTONOrMYeCcKOro T!na onyxoam n cTajnm 3aboneBaHns. AAbIOBaHTHO
ncnonbsywT JIT, XT nnn nx covetaHue. Mpu | ctaguu, A (Tnnax A, AB, B1, B2) n 1IB
(tTunax A, AB, B1) ctagmax nocne onepauynmn RO agbloBaHTHOE leYeHne He peko-
mMeHAayeTcs. B cnyyae lIA ctagum tvna B3 v npu |IB ctagum tnnos B2-B3 BO3MOXHO
obcyxaeHne agbloBaHTHOM /1T Ha KOHCUANYMe.

Mpn HeNONHbIX pe3ekunax B nocaeonepaLMoHHOM Nepnoje pekoMeHA0BaHa
agboBaHTHasA M1T. icnonb3yetca 3D koHpopmHasa 1T, IMRT, VMAT c orpaHuyeHunem
A,03 Ha KpUTuyeckne opraHel. B o6bem obnyyeHne BKAOHaeTCA 061aCTb NCXOA-
HOro pacnpocTpaHeHus onyxoau, nepejHee, BepxHee 1 cpejHee cpejocTeHMe.
MpodurnakTuyeckoe obnyyeHne permoHapHbIXx IMMPOY310B (MegunacTuHaibHble
N HaAKNOUYNYHbBIe TMMPOY3/bl C ABYX CTOPOH), MeAMaCTUHANBLHON U KOCTanAbHOMN
nneBpbl He peKOMeHyeTCcs.

NIT gonXHa 6bITb HaYaTa He No3jHee 3 Mec. nNocse onepaunmn. B nHbIx cnyyasax
LenecoobpasHOCTb ee NPUMeEHEHNS HeOBXOAUMO 06CyXAaTbk Ha KOHCUANYMe.
ANropuT™m nocsieonepaLmmoHHOro evyeHnsa npeActasjeH Ha puc. 2.

3/IOKAYECTBEHHbBIE ONYXO/N o MALIGNANT TUMOURS
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1
Be3 nHBasuy B kancyny | cragun >

o 1
C nHBa3uelt B kancyny [

\/

]

Nyuesas
_> Tepania HabntogeHve go

nporpeccupoBaHus

Tumoma I->| Nyuesas Tepanuist I->

KapuuHoma Trmyca I->| Jlydesas Tepanua + xumuotepanus I->

\ A

Tumoma

JNlyuesas Tepanus +
XumuoTepanuna

\i

KapuuHoma Tmyca

PUCYHOK 2. ANTOpUTM MOC/NIEOMNEPALIMOHHOIO IeYEHNS OMYyXONei BUI0UYKOBO Xenesbl.

4.1.3. Kombunnposanuoe nevenme

MpesonepaunoHHasa XT MOXeT MPOBOANTLCA Y NaLMEHTOB C NOTeHLUNaNbHO
pe3ekTabenbHOM ONYXONbIO B CIy4Yae NHBA3UM B opraHbl cpegocteHns npwu llla-111b
cTagmax (Hanpumep, npu T3-T4). Mpun JOoCTUXEHNN pe3ekTabeNnbHOCTM TakTMKa
NleyeHNs BHOBb JO/IXHa 6bITb 06CYyXAeHa Ha MeXANCLUNANHAPHOM KOHCUINYMe
ANSA NNaHMPOBAHWA ONepaTUBHOMO BMellaTenbCcTBa 1 nocneaywouiein /1T. B cpea-
HeM NPOBOANTCA 2-4 Kypca A0 onepauunm C oLueHKon 3G PeKTUBHOCTN IeHeHns No
Kputepuam RECIST 1.1.

MocneonepaunoHHasa nocnegosatenbHas XJT (3Tono3ung +uncnnatuH ¢ 1T
COA-60 p) moxeT 6bITb NCNONb30BaHa NpY pe3ekunn R2 kak Npyn TMMoMe, Tak
N Npu pake TMmyca.

4.2. lI-1Va cragum unu peuupus 3abonesanus

HecMOTps Ha MeCTHOpacnNpoCTPaHeHHbIN onyxonesbii npouecc npw ll1-1Va
cTagusax, B Clyvae peynanBa, KOTOpbIn BcTpeyaeTca B 10-15% cnyyaes, nav npu
nporpeccMpoBaHun 3aboneBaHuns, LLeNecoobpasHO BHOBb OLEHNTb BO3MOXHOCTH
XNPYpPrnyeckoro neyeHus. TakTuka BeJeHNA 3aBUCAT OT XapakTepa paHee npose-
AEHHOrO0 leYeHNsA 1 30H MeTacTasnposaHus. CheayeT NOMHUTL, YTO paHee Npose-
AeHHas /1T opraHoB cpeoCTeHNA NOBbILLAET PUCK Pa3BUTUA KaPANOTOKCUUYHOCTHN
XT. ANTOPUTM fledeHns JaHHOW KaTeropmn naumMeHToB NnpeAcTaBaeH Ha puc. 3.
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IlI-IVa ctagun

I PesekTabenbHas I—>| Onepauus I

MoTteHumanbHO
pesekTabenbHasn

Ha6ntoaeHve

ad

HepesekTtabensHas
-1V cragws, ConnTapHsbIit nan
peunavs unn P>| uncunatepansHblii
nporpeccrposaHune MeTacTas o nnespe

I Pe3ekTabenbHas |—>| Onepauus I—>| XT | avHnn / NT? I

HabntogeHne

XumuoTepanvst

OTpaneHHble
meTacTasb

Puc. 3. Anroput™ neveHns onyxonen Bunodkosoli xenessbl llI-IVa ctagnis,
peunamnBa 1 NporpeccupoBaHus.

Mpw nporpeccnpo-
BaHUn — XT, UT,
TapreTHas Tepanus

4.2.1. Jlyyesas Tepanus

Ob6bem NlyueBOro Bo3AeNCTBNA Ha 340P0OBblIe TKAHWN AOXKEH 6biTb MUHUMANb-
HbIM. MpeanoyTUTeNnbHO 3D- nnn 4D-nnaHMpoBaHMe C perynsaunen no AbIXaHuo.
Ana agboBaHTHOroO 061y4YeHNs KpaliHe XenaTeslbHO MCMO/Ib30BaTb COBMeELLeHMe
Noay4YeHHbIX N306paxeHWii c rpaHnLamm onyxonn Ao onepauynn. CO/Jl B cnyyae
NOMHOW pe3eKkunm TUMOMbI cocTaBnsaeT 50 p; Npu HenoAHbIX pe3ekymax (R1, R2) —
COJ 54 Tp. B cnyyae HeNONMHOM pe3eKkumu paka TUMyca LenecoobpasHa CO/J 60 Ip
B BUAe 6ycTa Ha 06/1aCcTb BbICOKOrO pMcKa IoKanbHOro peunmnsa. TexHonorus
IMRT obecneunBaeT nyyllee pacnpegeneHue A03bl Ha KpUTUYeCKNe opraHbl. Josa
N KPaTHOCTb ppakLMii 061yUHeHNs 3aBUCAT OT Lienun, 06bema paHee NpoBeAeHHOro
onepaTMBHOIO JIeYeHNA U PaANKaNbHOCTU onepaunn. PekomeHayeMble 403bl Jy-
YeBOW Tepanum ykasaHbl B Tabn. 5.

Ta6bnuua 5. PekomeHgyemble f03bl /T Npu TUMOME 1 pake TUMyca

HasHaueHune coa | PO4 | [ANnnTensHoOCTb NeyeHmns

Mocne onepauun

Pesekuwns RO 45-50 I'p 2Tp ExesHeBHO 5 AHel B Heaento

Mwuikpockonmyecky MO3NTUBHBIN Kpali pesekuyun R1 54Tp 2Tp ExeAHeBHO 5 AHeli B HeAento

R2 pesekuus nnu /T ¢ pagrKanbHOW Lenbo 60-70p 187p ExeAHeBHO 5 AHeli B HeAento

KapuuHoma Tumyca >60p 2Tp ExxeaHeBHO 5 gHelt B Hegento
3/IOKAYECTBEHHBIE OMYXO/N MALIGNANT TUMOURS
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Ha3HaueHue coa PO [AAnNTenbHOCTb neveHns

Mpu ANCCEMUHMPOBAHHON TUMOME

C nannnaTVBHO Lenbio AN KynupoBaHNUs 8Ip 8Ip OpHokpaTtHo
CUMNTOMOB
20Tp 4Tp 5 ceaHcoB
30Tp 3rp 10 ceaHcos
4.3. IVb cragus

4.3.1. Xumnotepanus

CnctemMHoe nekapcTBeHHOe leveHne NaLmMeHToB C AMCCEMUHUPOBAHHO OMyXo-
b0 HOCUT MNanNMaTUBHbIN xapakTep. Ana HUX XT aBnaeTca e AMHCTBEHHOM onunen.
K coxaneHuto, kapumHoma TuMyca nnoxo noggaérca XT.

Mpn TuMome IVb cTaguu B ciyyae oTBeTa Ha NeyYeHne N NoABAeHUS NMPU3HaKoB
pe3ekTabenbHOCTM OMYXOAN BHOBb HEOOXOAMMO 06CYXAaTb BOMNPOCHI XUPYPri-
4ecKkoro 1 NOCTONEepPaLUVOHHOro Ny4eBOro fleyeHus.

MpeanouTUTENbHBIMU ABAAOTCA LUCANATUH-COAepXallne pexmnmMel. IPdekTnBe-
HOCTb 1 NMHUK cocTaBnsieT He 6onee 35%, a Il NHUKM — 0T 4% A0 21 %.

Bbi6op Il 1 mocnegyoLwnx NNHWIA 3aBUCUT OT 3G PeKTUBHOCTN NpeALLlecTBYyOLLe-
ro 1eYeHNs N BpeMeHU J0 nporpeccnposaHns. Npun pemmccmn 26 Mec. BOSMOXHO
NMOBTOPHOE Ha3HauyeHue pexnma | AMHUN.

OCHOBHble 1 anbTepPHATUBHbIE pPeXVMbl NeKapCTBEHHOTO 1eYeHNs NpeacTaB-
neHbl B TabN. 4.

TaGIlVIU.a 4. Pexxnmbl XmmoTtepanmm, pekomeHayemble rnpuy onyxonax BUI0YKOBOW Xenesbl

Tumoma Pak Tnmyca

Pexxuimel | iMHUK

CAP! TC!

LncnnatnH 50 mr/m? B/B B 1-11 AeHb Maknutakcen 200 mr/m? B/B B 1-1i AeHb
JokcopybuunH 50 mr/m? B/B B 1-i AeHb Kap6onnatuH AUC 5-6 B/B B 1-i ieHb
Unknodpocpammg 500 mr/m? B/B B 1-i AeHb LInkn Kaxablii 21 ageHb

LInkn Kaxablii 21 ageHb

ADOC

JokcopybuinH 40 mr/m? B/B B 1-i AeHb
LuncnnatuH 50 mr/m? B/B B 1-11 AieHb
BUHKPUCTUH 0,6 Mr/m? B/B B 3-Ii AeHb
LUnknodpocdammg 700 mr/m? B/ B B 4-i AeHb
Linkn kaxaple 21-28 aHeit

EP

Stono3ung 120 Mr/m? B/B B 1-3-11 AHK
LncnnatuH 60 mr/m? B/B B 1-11 fieHb
Linkn kaxaplii 21 geHb

CAP+ NpeHN30/10H

UncnnatuH 30 mr/m? B/B B 1-3-11 AeHb
Jokcopy6uinH 20 Mr/m? B/B B 1-3-11 AeHb
Unknodpocpammg 500 mr/m? B/B B 1-1 AeHb
MpeaHn30n10H 100 Mr B ieHb BHYTPb B 1-5-4 AHW
Lnkn kaxabiii 21 aeHb

3/IOKAYECTBEHHbBIE ONMYXO0J/N o MALIGNANT TUMOURS
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3Tono3ug 120 Mr/m? B/B B 1-3-11 AHK

UucnnatuH 60 Mr/m? B/B B 1-4 fieHb

Linkn kaxable 21 AeHb

(BO3MOXEH Ha3HayeHue 3Tono3naa B MOHopexvme)

Tumoma Pak Tmyca
Pexumel Il AMHUN 1 NocneyoLLMX TNHIA
EP TC!

MNaknutakcen 200 mr/m? B/B B 1-11 AeHb

Kap6onnatnH AUC 5-6 B/B B 1-1 fieHb

Linkn kaxabii 21 aeHb

(ecnn 3TOT pexunM paHee He MPUMEHSNCS NN Neproj
pemuccun 6onee 6 mec.)

GEM-CAP

FemuymTabuH 1000 Mr/m? B/B B 1-1i 1 8- gHK
KaneunTabuH 650 Mr/m? BHYTpb B 1-14-i1 AHK

Lnkn kaxablii 21 aeHb

(BO3MOXHO 1Cnonb3oBaHWe reMumuTabriHa B MOHope-
Xnme)

GEM-CAP

FemuymTabuH 1000 mMr/m? B/B B 1-1i 1 8- AHK
KaneunTabuH 650 Mr/m? BHYTpPb B 1-14-i4 AHK

Lnkn kaxaplii 21 geHb

(BO3MOXHO 1CMonb3oBaHne reMumntabriHa B MOHope-
Xnume)

MEMETPEKCE/
Memetpekcey 500 mr/m? B/B B 1-11 ieHb
Linkn kaxablii 21 aeHb

MEMETPEKCE/
Memetpekcey 500 mr/m? B/B B 1-11 ieHb
Linkn kaxaplii 21 geHb

MEMO

5-pTopypaumn 425 mr/m? B/B Tp. B 1-5 AHK
Kanbums ¢onmHat 20 mr/m? B/B €Tp. B 1-5 AHK
Linkn kaxzaple 28 AHel

MEO

5-pTopypaumn 425 mr/m? B/B cTp. B 1-5 AHK
Kanbums ¢onmHat 20 Mr/m? B/B €Tp. B 1-5 AHK
Linkn kaxable 28 AHel

OKTPEOTWA + npegHN3010H?

HaunHas ¢ oKTpeoTnaa KOPOTKOro AeNCcTBMs No

100 mkr 3 p/cyT. n/k, 14 gHenn

[llanee nponoHruposaHHas ¢opma no 20-30 mr

B/M Kaxable 28 gHel

Mpwn koMbUHaLMK: okTpeoTua 0,5 Mr n/K 3 pasa B AeHb
exeAHeBHO+MNpeAHN3010H 0,6 Mr/Kr BHYyTPb 4 pasa

B AleHb

OKTPEOTW/ + npegHN3010H?

HaunHas ¢ oKTpeoTnaa KOPOTKOro AeNcTBms no

100 mKr 3 p/cyT. n/K, 14 aHeln

[Jlanee nponoHrmposaHHas ¢opma no 20-30 mr

B/M Kaxable 28 aHel

Mpwn koMbUHaLMK: okTpeoTua 0,5 Mr n/K 3 pasa B AeHb
exeiHeBHO NpeHN3010H 0,6 Mr/Kr BHyTpb 4 pasa

B AleHb

NAKINTAKCEN
MNaknutakcen 200 mr/m? B/B B 1-11 AeHb
Lnkn kaxabiii 21 aeHb

NAKNTAKCEN
MNaknutakcen 200 mr/m? B/B B 1-11 AeHb
Linkn kaxabii 21 aeHb

CODE

Uncnnatun 25 mr/m? B/B B 1-11 AieHb
Lnkn kaxaple 7 agHel

BuHKpuUcTUH 1 Mr/m? 8/B B 1-11 AeHb
Jlokcopy6uumH 40 Mr/m? B/B B 1-1i leHb
Stono3ng 80 mr/m? B/B B 1-3-4 AHN
Lnkn kaxapble 14 gHein

1 [lpednoymumencHeili pexcum.

2 [lpu HenepeHOCUMOCMU UAU NPOMUBONOKA3AHUSX K XT, 015 nayueHmoe C 0KmpeockaH-no3umusHoU muMomod.

5. TAPTETHASl U UMMYHOTEPANUSA

O6Hapy>eHue NoBbILLEHHOM KoOHUeHTpauun B nnasme VEGF, FGF, mem6paHHoO

runepskcrnpeccun B onyxonu PDGF n mytaunm c-KIT (3k30H 9-17) nocayXunno noso-
AOM ANSA N3yYeHUs TapreTHbIx MpenapaTos. MyTauus B reHe c-KIT BcTpeyaeTcst He
6onee, uem B 10% cnyyaeB Npu pake TUMYCa, a NPy TUMOMax OTCYTCTBYeT.
HoBbIi UMMYHHBIV MpenapaTt neméponnsymab nokasan cBoto 3¢deKTMBHOCTL BO |
NIMHUN Tepannun y NauMeHToB C KaPLMHOMOM TMMYCa C HaCTOTOM 06BeKTUBHbIX 3pdek-
TOB 22,5%, HO AAHHbLIN BUA le4eHNS acCoLMMPOBaCs C BbICOKMM PUCKOM PasBUTUS

3/IOKAYECTBEHHbBIE ONYXO/N
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ayTOVIMMYHHBbIX OCA0XHEHW (15%). AyTOMMMYHHbIN MUOKapAUT 3-4 CT. BCTpeYancs
B 5-9% cnyuyaes. MNpu TUMOMax NeMbponnsymab He pekoMmeHayeTcs.

CYHUTMHNG HasHayaeTcs He3aBucumo oT c-KIT myTauymm Bo Il AMHWUK Tepanun
paka TMMyca 1 He MokasaH Npu TMMoMe. HacToTa 06beKTNBHbIX OTBETOB COCTaBNSA-
eT 26 %, a KOHTPOb pocTa onyxonun 41%. Hanbonee cepbe3HbIM HexXenaTeNbHbIM
SBMIEHNEM MPU NPUMEHEHNN CYHUTUHNGa ABAsSeTCA KapAMoMmonaTunsa 3 cteneHu
y 8% nauneHToB.

DBEpPOMMYC MOXeT MCNOAb30BaTbCA Kak Npu pedpakTepHON TUMOMe, Tak
N NpU pake TUMYyCa C 4YacToTOM 06bekTUBHbIX 3 dekToB 11% 1 KOHTpPOJiIeM pocTa
onyxonun B 88% cnyuyaes. CnegyeT MOMHUTb, YTO OCHOBHbIM Cepbe3HbIM 0CN0X-
HeHVeM Tepanum 3BepoJINMYCOM ABNAETCSH PasBUTUE MYJIbMOHNTOB 4 CTerNeHn
y 5% nauneHToB.

Ha3HaueHVe TapreTHOM 1 UMMyHOTEpPanun BO3MOXHO TO/IbKO MO PeLUeHunto
BpauyebHOM KOMUCCUU. PeXNUMbl UMMYHHOR 1 TapreTHOM Tepanun npejcTaBaeHbl
B Tabn. 6.

Ta6nuua 6. PexviMbl TapreTHOI 1 UMMyHOTepanum Npy TYMoMe 1 pake TuMyca'

TUMOMBI Pak Tnmyca

3BEPO/IMMYC 3BEPO/IMMYC

10 Mr BHYTPb eXeZHEBHO 10 Mr BHYTpb eXefHeBHO
NEMBPO/IN3YMAB

200 mMr B/B B 1-1 AeHb
Lnkn kaxablii 21 ageHb
MakcManeHo Ao 2-x net

CYHUTVHWB

50 Mr/cyT. BHYTPb eXeJHEeBHO 4 HeAenn C 2-X HejeNb-
HbIM NepepbLIBOM

MakcumaneHasa fosa — 87,5 Mr/cyT.

MuHMansHasa 4o3a — 25 Mr/cyT.

1 Bnoka3aHUsix 017 HA3HA4YeHUs UMMYHHbIX U Map2emHsIX npenapamos mumMomMa U pak mumMyca omcymcmeyom.

6. HABJIIOAEHUE

Mocne 3aBepLUEHUS NeYeHUs ANHaMUYeckoe HabngeHne NPOBOANTCS KaX able
6 Mec. BTeueHVe NepBbIX 2 1eT, Aanee — 1 pa3 Brog A0 NPOAOIKNTENbHOCTN 5 neT
npu pake Tumyca 1 10 neT — npu Tumome. O6a3aTeslbHbIMU ANAarHOCTUYECKUMY
npoueaypamu anstoTcs KT opraHoB rpysHON KNeTKW C KOHTpacTMpoBaHuem,
Y3W weliHO-HaAKAOYNYHbBIX 30H, OPraHOB BPIOLLHONM NOMOCTH, 3a6PIOLWNHHOTO
npocTpaHCTBa 1 Manoro Tasa.
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