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[aCTPOMHTECTUHA/bHbIE CTPOMasbHble onyxonun (TMCO) — peakue MeseHXUMalbHble
HOBOO6pa3oBaHMA C YacToTon BcTpeyaeMocT 10-15 cayyaes Ha 1 MAH. HaceneHusa. Hau-
6osiee 4acTo ONYXO/M NOKANU3YOTCA B enyaKe (60 %) u ToHKoM KuwwKe (30%), a Takke
B /iBEHaALATUNEePCTHOW U NPAMON KulKe. Pegkne nokanusaumm — nuuesos, 060404Has
KULWKa, 60NbLION CaNbHUK, 6pbikeiika, 3abplolWMHHOE NPOCTPaHCTBO. KAloYeBbiM MeXaHU3MOM
pasBuTUA onyxoau aeaseTca MyTtauus B reHe C-KIT (80%) nan PDGFRA (10%). Mporpeccu-
poBaHMe NpoABAAETCA MeTacTa3aMu B NeYeHn n/uam no 6prolwnHe. Tepanua MHrnbuTopamm
TUPO3UHKNHA3 — OCHOBHOW MeTO/ NeYeHna MeTacTaTu4ecko 6one3Hn, XT HeadpdeKTuBHa.

1. KNIACCUOPUKALUNA N ONPEAENEHUE CTAAUNN

CraguposaHune TMCO ¢ 2019 r. nposoauntca no cucteme TNM 8-ro nsganna. OCHOBHbIMYU
NPOrHOCTUYEeCKUMU PpaKTOpaMmn ABAAIOTCA MUTOTUYECKUI UHAEKC, pa3Mep U JIoKaausauus
onyxonu. B ocHoBy ctagnpoBanunsa ['MCO nonoxeHbl pa3mMep onyXoan U MUTOTUYECKUI MHAEKC.

T —nepBuyHasa onyxonb
TX —nepBnYHan onyxonb He MOXeT BbITb OLleHeHa
TO-nepBuMYHanA oNyxoab OTCYyTCTBYeT
T1-onyxonb He 60s1ee 2 cM HanboblIEM U3IMEPEHUN
T2-onyxonb 6onee 2 cM, HO He 6onee 5 cM B Hanbo/IbLWEM U3MEPEHUN
T3-onyxonb 6onee 5 cM, Ho He 6osiee 10 cM B HanbosibleM U3MepeHNUN
T4-onyxonb 6onee 10 cM B HaMbOAbLWEM U3IMEPEHUN
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N — pernoHapHbie AMMpaTU4ecKue ysnbl
NX — pernoHapHble 1MMbOY31bl HEe MOTYT BbITb OLeHeHb!"
NO-HeT MeTacTa3oB B perMoHapHbIX IMMPpaTUYeCKUX y3aax
N71-ecTb MeTacTasbl B permoHapHbix 1MMdaTnyecknx ysaax.

M — oTpaneHHble MeTacTasbl
MO-HeT OTAA/NEHHBIX METACTA30B
M1-ecTb OTA@NEHHbIE MeTacTasbl.

MuToTuyeckmnit UHAEKC
HU3KNiA MUTOTHYECKU MHAEKC — He 6onee 5 MUTO30B B 50 NosiAX 3peHuns
BbiCOKUI MUTOTUYECKUI HAEKC — 6onee 5 MUTO30B B 50 MonAx 3peHuns.

MuTtotuyecknit nigekc ana M’MCO onpeAenatoT No KOAMYeCTBY MUTO30B B 50 MonAx 3peHus
(Ha obuweit naowaan 5 MM2) Npu 60/1bLIOM YBENUYEHUM MUKPOCKOMA, UCMO/b3Ys 06beKTUBX40.

B cBA3K c 60n1ee 6aaronprMATHLIM NPOrHO30M NPYU I0KAAWN3aLMU ONYXONU B KeNy/Ke BCe
TMCO paspeneHsbl Ha ABe rPYNMbl: }eNYAOUYHbIE N BHEXENYA04HbIe ONYX0aH, a pacnpejene-
HMe Mo CTagnAM NPOBOANTCA OTAENbHO AN1A CTPOMabHbIX ONYXO/eN enyaKa n 0CTaNbHbIX
Nokanusaumii. [pynnupoBKa no cTaguaM npeacTaBsieHa B Tabn. 1um 2.

Ta6auua 1. [pynnupoBKa No CTagnaM raCTPONHTECTUHANBHBIX CTPOMAsIbHbIX OMYXO/ei XenyaKa
1 canbHUKa

Cragusa T N M MUTOTUYECKUI MHAEKC
Cragusa IA T1, T2 NO MO Huskun
Craawua IB T3 NO MO Huskuin
Cragusa Il T1, T2 NO MO BblcOKkui
T4 NO MO Huzkuin
Cragusa llIA T3 NO MO BbiCOKMi
Craawmsa llIB T4 NO MO Bbicokuit
Cragusa IV Nwobaa T N1 MO JNio6oit
Niobas T Miobas N M1 Jio6oit

Ta6auua 2. PacnpegeneHue no cTaanAM raCTpPOMHTECTUHANBHBIX CTPOMa/bHbIX OMyX0/ei
BHEXeNyJ04HOI NoKanusaumumn’

MuTtoTuyeckuin
Cragusa T N M WHAEKC
Cragwmsa | T1, T2 NO MO Huzkuin
Cragusa ll T3 NO MO Hwuzkuin

T [lpu TMCO Memacma3sel B pe2uoHapHbIX AUMPOy3aax BCmpeyaromcs pedKo, NOIMOMY CAyYau, KO-
20a cmamyc AuM@oy3noB He Moxem 6bimb OUEHEeH KAUHUYECKU U MOPPON02U4eCcKuU, paccMampusalom
Kkaxk NO Bmecmo Nx unu pNx.
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MwuToTtuyeckmii
Cragusa T N M WHAEKC
Cragusa A T NO MO BblcoKkuit
T4 NO MO Huzkuin
Cragus llIB T2,73, T4 NO MO Bblcokuin
Cragusa IV Jlobasa T N1 MO Jlo6oit
Nioban T Miobasa N M1 Tio6oin

" Kpumepuu cmaduposaHus onyxoeii moHKOU KUWKU npuMeHaomcs 05 nepsudrbix F’MCO ocmanbHbix

BHesKeNyd0YHbIX N0Kanu3ayuii.

2. AMATHOCTUKA

/AlmarHo3s ycTaHaB/IMBaeTCA Ha OCHOBAHMM JaHHbIX OCMOTPA, Pe3y/bTaTOB UHCTPYMEHTa/IbHbIX

MeToA0B 06C/iejoBaHNA U NaTOMOp$OOrMYecKoro 3akatouermnsa. NepernyrHoe o6cnegoBaHune
[O0/MKHO 6bITh MPOBEAEHO A0 BCeX BUAOB ie4ebHbIX BO3AeNCTBUI 1 BKAtOYaeT B cebs:

3/IOKAYECTBEHHbBIE ONYXON
Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM

cbop aHaMHe3a 1 0OCMOTPp;

06WMNIA aHaNN3 KPOBM C MOACHETOM SIeMKOLUTAPHON GOPMY/bl U KOANYECTBA TPOM6BO-
LMTOB, YPOBEHb reMOrn06UHa;

6MOXMMUMYECKMIA aHaNIN3 KPOBYM C ONpejeneHeM Nokasateneil GyHKLMUM NeYeHU, NoYek,
ypoBHs LW®, kKanbuus, rnokossl;

3HAOCKoNMMYeckoe obcnegosanue: IAC; sHaoY3M npu IrAC ABnAeTCA NpeANOYTUTEb-
HbIM, T. K. TO3BO/A€T 06BEKTUBHEE OLLEHNTb Pa3Mepbl ONYXO/IN U ee CTPYKTYPY;

Y3W opraHoB 6piollHO No10CTH U Manoro Tasa. KT opraHoB 6plolHOM NOAOCTH € B/B KOH-
TpacTUpOBaHMEM ABAAETCA ONTUMA/IbHBIM METOAOM KaK MpU NEPBUYHbLIX OMYXONAX, TaK
M NpU MeTacTaTu4ecKo 6onesnu; Y3 opraHos 6pioLiHO NOAOCTM MeHee UHPOPMATUBHO
no 60NbWIUHCTBY NOKa3aTesiei (OLeHKa pa3MepoB, NNOTHOCTU, KONMYECTBA O4aroB; BO3-
MOXHOCTb XpaHeHWA UHPOPMALLMU) U BbIMOJHAETCA B Ka4eCTBE MUHUMA/bHOro 06beMa
o6cneaoBaHus;

Mopdonoruyeckoe nccnejoBanmne buonTtata Mbo yAaneHHOW ONYX0/W; B 3aKOHNTENIbHOM
FMCTONIOFMYECKOM 3aK/I0YEHUN A0/KHbI BbITh YKa3aHbl pa3Mep OnyXxo/u, IoKaansauus,
MOPGONOrNYECKINiA BUA, MUTOTUYECKUI MHAGKC (KOAMYeCcTBO MUTO308B B 50 nMoaax 3peHus
MpY 60/1bLIOM YBENMYEHUM), HA/IMYME Pa3PbiBa KarCyJibl OMYX0AH (€C/IM TAKOBOE MMe/Io MecTo);
NI X nccnegosanme c onpegenennem skcnpeccum CD117 u/vav DOGT aBaseTcs Heob6xoamM-
MbIM NPV NOATBEPXAEHUN ANArHo3a; npu oTcyTcTBMM MyTaumum B rede KIT nan PDGFRA
(avKkunin Tvn) uenecoobpasHo BbinosHeHne MIX nccaegoBaHma C onpeaeneHmeM 3KC-
npeccuu cykumHataerngporerassl B (SDHB), oTcyTcTBMe IKCNpeccun CBUAETENLCTBYET
0 HapyleHUn GYHKL MU reHa;

MONEKYNAPHO-TeHeTUYeCKMIA aHain3 MOXeT noMoyb B cayyae CD117 n DOG1 HeraTme-
HbIX onyxoed (40 3-5% Bcex onyxosiei); Npu 10KaAN3aLUM OMYXOU B KEYAKE IHAO-
cKomuyecKas npejonepauMoHHas 6Moncus NpegnoYTUTEIbHee YpeCKOKHOW;
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*  NPW HEBO3MOXHOCTU BepudMKaLuum AnarHosa n yb6eanTenbHblX KANHUYECKUX U SHAO0-
CKOMUYeCKNX NpU3HaKax NokanunsosaHHbIX popM NMCO npegonepayoHHoii Mopdoaorm-
4eCKOW AMarHoCTUKON MOXHO npeHebpeyb, €CNN He NAaHUpyeTCa npegonepalynoHHas
Tepanua umMaTuHM6boM;

+ Y3V Manoro Tasa npu n0KanM3aLmm onyxoav B MajoM Tasy (Onyxonu npaMoi KuULKK);
MPT opraHoB Manoro Tasa c B/B KOHTPaCTUPOBaHMEM ABAACTCA ONTUMa/bHBIM U Hosee
TOYHbIM METOA0M ANArHOCTUKY;

«  M3T BbINONHAETCA 418 OLEeHKN MeTaboanyeckoro s¢pdekTa e4yeHns, a TakKe MOXKeT
NPUMEHATHLCA NPU COMHUTENbHbIX pe3yabTaTax KT;

+ onpegeneHve MyTauuii B reHax KIT (ak3oHsl 9, 11), PDGFRA (sk30Hbl 12, 14, 18, D842V)
WAIM KOHCTATaumMs X OTCYTCTBUA B YKa3aHHbIX reHax (4uKuii Tun). MatoreHes passutus
CTPOMa/IbHbIX OMYyX0Aen enyaKa B cocTaBe Tpuaabl KapHea n cungpoma KapHea-CrpaTa-
Kunca cBAsaH c 4edpnumnToM pepMeHTa CyKLMHaTAernaporeHassl. Tepanuay Takux 601bHbIX
Mano3pPekTnBHa. Y 60bHBIX C AUKUM TUNOM MOTYT BbIABAATLCA MyTaLuu B reHax SDH,
KRAS, BRAF, NRAS.

B CIOMKHbBIX Cy4asx (TPYAHOCTU B yCTaHOBKE MOP(ONOrMYECKOrO AN MONEKYNAPHO-
reHeTUYECKOro gnarHosa, 6osbHble ¢ Tpnagon KapHes, cungpomom KapHea-CrpaTakuca
VW C AVKWM TUTMOM) YTOYHAIOWYIO AMArHOCTUKY U IedeHne LenecoobpasHo npoBoOAUTb
B CMeLMann3npoBaHHbIX OHKONOTNYECKUX YYPEeXAeHNAX.

Jlenenne TMCO Ha NpOrHOCTUYECKME FPYNMbl B 3aBUCMMOCTH OT pa3Mepa, 10Kaam3saumun,
MUTOTMYECKOro MHAEKCa 1 PpaKTa pa3pbiBa Kancybl npejcTaBaeHo B Taba. 3.

Ta6auua 3. MporHoCcTYECKMe rPynnbl FaCTPOMHTECTUHANBHBIX CTPOMA/IbHBIX OMyX0ed
(no H. Joensuu, 2008 r.).

Puck peunamsa Pa3smep onyxonu, cM MuToTUYeCKUI MHAGKC Jlokanusauus onyxonu
OyeHb HU3KUI <2 <5 Nioban
Huzkuit 2,1-5,0 <5 Niobas
TpoMeXyTouHbIA 2,1-5,0 >5 Xenyaok

<5,0 6-10 Jiobasn

5,1-10,0 <5 Xenyaok
Bbicokwit Nio6oit Jioboin Pa3pebis onyxonu

>10 JNioboi Niobasn

Nio6oit >10 Niobasn

>5 >5 Niobasn

2,1-5,0 >5 BHe xenyaka

5,1-10,0 <5 BHe xenyaka

MyTaLMOHHbIV CTaTyC Takxe 061a4aeT NPOrHOCTUYECKNM 3HaYeHMeM: NaLMeHThI C ToYeY-
HBIMW MyTauUAMM, Aynankaumamu 8 11 3k3oHe reHa KIT v rene PDGFRA (kpome D842V) nyywe
0TBeYaloT Ha sledeHne M 061a4al0T 61aronpUATHEIM NPOrHO30M.
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3. IEMEHUE

OCHOBHbIM METOA0M JIe4EHUA IOKAIM30BAHHbIX M MECTHOPAacNpocTpaHeHHbix popm MTMCO
ABNAGTCA XUPYPruyecKoe nevyeHne, a npu peunanBe nam MetTactaTmyeckon 6onesHn — Tap-
reTHas Tepanua UMaTUHUGOM.

3.1. JlokannsoBaHHble GOPMbI

3.1.1. Npu HebobLWIMX pa3Mepax OMyxX0/u, MeHee 1-2 CM, Ha OCHOBAHUM KJAUHUYECKOMN KapTUHbI
AONYCTUMO AMHaMUYecKoe HabawAeHne, 04HAKO HEOOXOAMMO NPUHUMATL BO BHUMaHWe
NOTEHUMaNbHbIA PUCK MPOrpeccCMpOBaHUA C YH4ETOM pe3ynbTaTOB MOPPONOrMYECKOro
uccnegosanus (GakTopoB pucKa) Npy OTKa3e OT aKTUBHOM XMPYPrUYECKOW TaKTUKM.

3.1.2. lNpwu pa3Mepax onyxou 6o/iee 2 CM NOKasaHO onepaTUBHoOe eyeHune. JJonycTUMO BbINONHEHWe
3KOHOMHbBIX pe3eKLUWit C OTCTYNeHMeM OT Kpas onyxonun Ha 1-2 cM. JiIumbageHsKTOMUA
peKoMeHAyeTCA Npu onyxonsx C AePpULUUTOM PpepMeHTa CyKLMHATAerMAporeHassl, B Apyrmx
cnyyanx — He LenecoobpasHa. /lanapocKonmyeckine onepaLyiv MOryT BbIMONHATLCA NMPU HEOO/bLLUX
pa3Mepax OMyXo/v B BbICOKOCMELMANN3NPOBAHHbLIX YYPEXAEHUAX NPU MUHMMAIbHOM
pWCKe MHTpaonepaLMOHHOro paspbiBa Kancybl. [lpodunakTuyeckan pesekuna 601bWOro
canbHWKa KaK OCHOBHOW /10Ka/M3aLuy NepuToHea bHbIX MeTacTa3oB OnpaBjaHa, 0fHaKo
PaHAOMU3MPOBaHHbIX UCCNe0BaHMIA, MOCBALLEHHbIX OLieHKe 3P dEeKTUBHOCTU NPOPUNAKTUHECKOM
OMEHTIKTOMMU, He NPOBOAMIOCH. IHAOCKONUYECKME OnepaLum NpU A0Kann3aLmmn B Kenyake
He Lje/1ecoobpasHbl B CBA3M C COMHUTE/IbHON BO3MOXHOCTbIO PaUKa/IbHOrO UCCEYEHUA KHOMKIM»
onyxonw. lMpwn R2 pe3seKkuun cregyeT paccMOTPETb BOMPOC O BbIMO/IHEHVM MOBTOPHOW ONepaLun.
Mpu R1 peseKkumn 1 HNU3KOM pUCKe peLnavBa A4OMNYyCTUMO AUHAMUYecKoe HabaogeHne nnbo
BbINO/IHEHWE NOBTOPHON onepaLymn. B cnyyae R1 pesekuum pelueHmne o BbINOSHEHWE pe-pe3eKLn
nepej npose/leHVMEM a/ibloBaHTHOM Tepanuu y 60/bHbIX MPOMEXYTOYHOr 0/ BbICOKOIO
pviCKa NpMHUMaeTCA MyNbTUANCLUMAMHAPHON KOMaHAOM C Y4eTOM N0Kann3saLmnm onyxonu,
nAaHVpyeMoro o6beMa ornepaLnmn U pUCKOB CBA3aHHBIX C ee BbIMOJHEHUEM.

3.1.3. Mpw IoKanm3aLmm onyxou B NULWEBOAE, KapAnanbHOM OTAE/E eNyAKa, ABeHaALATUNEPCTHOM
1 NpAMON KULLUKe NMOKa3aHa npejonepaLyoHHas Tepanus C Lie/blo YMeHbLUeHUA ee pa3MepoB
1 nocaeAytoLei MonbITKM BbINOJIHEHUA OpPraHOCOXpaHsioLLel onepaLyuu.

3.1.4. Mpu COMHUTE/IbHOW pe3eKTabe/IbHOCTUN OMYXOM PEKOMEHAYETCA HeoaAbloBaHTHaA Tepanus
MMaTUHUOOM B TeyeHUe 6-12 MecaLeB. Mepes ee Ha3Ha4YeHWeM LienecoobpasHO BbINO/HeHMe
MO/IeKYNAPHO-F@HeTUYECKOro aHanunsa C Lenblo UCKatoveHna myTauun D842V. Onyxonun
C YKa3aHHOI MyTalMell pe3nCcTeHTHbI K Tepanun MMaTUHUO60M.

3.1.5. Mocne paankanbHoON onepavuu:

*  MNPUW HU3KOM PUCKe NMPOrpeccMpoBaHna NOKa3aHo JuHaMuyeckoe HabalogeHNe;
* NPV NPOMEXYTOYHOM U BLICOKOM PUCKe NPOrpeccMpoBaHmnA NoKasaHa afbloBaHTHaA
Tepanua MMaTUHWGOM B TedeHne 3 neT.

ﬂpm Ha3Ha4YeHUn a,q'b}OBaHTHOVI Tepanum unn ne4eHnmn Heonepa6eanblx nMmetTacTaTndecKnx
OI'IyXO/]Ef;I Ll,enecoo6pa3Ho nNpoBOAUTb MONIEKYNAPHO-TeHeTNUYeCKoe uccaegoBaHue Ana NCKN0-
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yeHua TMCO, pe3nCTeHTHbIX K TapreTHow Tepanuu (MyTauua D842V B reHe TpoM6OLMUTAPHOTO
daKTOpa pocTa, BCTpevatowanca MeHee YeM B 5%cy4aes). [py BbIABAEHUM NOTEPU SKCMIPECCUM
SDHB B onyxonun npu UMX nccnepoBarnm agbioBaHTHaA Tepanua UMaTUHNG0OM HeljenecoobpasHa.
Mpu peungmnse 60n1e3HM NOCNe a4 blOBAHTHOM Tepanun NoKasaHo BO306HOBIeHMe NpreMa
MMaTuHUb6a. AIropuTM neveHuns nokannsoBarHbix TMCO npegcTaBaeH Ha puc. 1.

3.2. HepeseKkTabenbHble ONYyX0Au, peLuanBbl, MeTacTasbl

3.2.1. 1 n"MHMA Tepanumn

+  TpuHepesekTabenbHbIX OMYXONAX, PeLMANBE NN MeTacTa3ax OCHOBHOM MeTo/A NeveHns —
TapreTHas Tepanua uMaTUHM60M 400 Mr/cyT. 40 MPOrpeccMpoBaHNA AV HeNpueMaeMoii
TOKCUYHOCTMW.

+  MNpumyTaunu 8 9-m sk30He reHa KIT pekoMmeHz0BaH nMaTMHUGE 800 Mr/cyT. (cTaTncTuye-
CKV 3HA4YMMO yBe/IM4MBaeT BPeMA A0 NPOrpeccupoBanmna 6e3 CyleCTBEHHOr0 yayylleHuna
06Leit BBIKMBAEMOCTM MO CPaBHEHMIO C 40301 UMaTUHUEA 400 Mr/cyT.).

+  Tpuankom Tune TMCO c gedpuuntom SDH (B ToM uncie npu T’MCO B cocTaBe Tpuagbl KapHes
1 cuHgpoma KapHes-CTpaTakuca) npuém uMaTnHnba He peKoOMeHAYeTCs; B | IMHUM peKOMeH-
AYETCA NpUeM CyHUTUHUGa 50 Mr/cyT. B TedeHue 4 Heg., 2 Hes. — nepepbis (1160 37,5 Mr/cyT.
exeAHeBHO) unv peropadernba 160 Mr/cyT. B TedeHue 3 Hea., 1 HeAens — nepepbis.

+  [lpumyTaumnreda D842V B 18 sk30He reHa PDGFRA B | "MHMMN NeYeHMA BO3MOXKHO NpU-
MeHeHue fasaTuHmba 140 Mr/cyT. exeaHeBHO.

+  TlpnucxogHo He pe3ekTabenbHbIX ONYX0aAX Y 60/bHbIX C 3G eKTOM B pesyabTaTe Tepa-
nuu yenecoobpasHa oLeHKa BOSMOXHOCTY PajMKaibHOrO XUPYPru4ecKoro neveHuns
yepes 6-12 Mec. nocne Havana Tepanuu.

+  T1pv U30/1MPOBAHHOM MOPaXEHNMN NeYeHN BO3IMOXHbI PHA, pesekuyuns nevyeru, smbonu-
3aums, 1Mbo cTepeoTakcmyeckan /1T yepes 6-12 Mec. moc/ie Havyana Tepanuu.

+  [pn MynbTMOKaNbHOM NPOrpeccCUpPOBaHNN XUPYPTUYECKOe NeYeHne He yayyllaeT
BbIXKMBaeMOCTb MO CPaBHEHWIO C IeKAPCTBEHHbIM IeHeHUeM.

+  [lpu oKaNnbHOM NPOrpeccUpoBaHnm (YBeNUUEHME OTAE/bHBIX MeTacTa3oB Npu coxpa-
HAOWEMCA 3G HEKTE CO CTOPOHbI APYrMX METACTa30B) KOHCUINYMOM MOXET 6biTh pac-
CMOTPEH BOMNPOC O XMPYPrUYeCKOM YAaN€HUN OTAE/bHbIX 04aroB AM60 NCNOb30BaHNUK
Pas/IMyYHbIX METOAOB JIOKA/IbHOMO BO3AeMCTBMA (3M60AM3aunA, cTepeoTakcuyeckas /T).

+ XT,TT, aTakxe Apyrvie BUAbl N1eKapCTBEHHOMO le4eHNA HeaPPeKTUBHBI.

+ /1T MoxeT 6bITb Ha3Ha4YeHa NpM MeTacTasax B KOCTAX C NaNANaTUBHOWM LieNbio.

«  TIpW XNPYPrudecKUx OCNOKHEHUAX TedeHuns 60ae3HU (paspbiBe OMyXOaU, KULWEYHOM
HEeMPOXOANMOCTH, KPOBOTEHYEHWM) BbINONHAIOTCA OBLENPUHSATLIE XUPYPTUHECKME MEPO-
NPUATUA C MPOAO/IKEHUEM TapreTHON Tepanuu.

3.2.2. Il "MHunA Tepanum

+ [lpunporpeccuposaHuu Ha poHe Npuema umMatuHnba B fo3e 400 Mr/cyT. noKasaHa 3cKa-
nauma posbl npenapata Ao 800 Mr/cyT., neyeHne — 40 NPOrpeccMpoBaHNA AN Henpu-
eMNeMOoi TOKCUYHOCTH.
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+  [lpy HenepeHOCMMOCTU MMATUHUGA UM NEPBUYHON PE3UCTEHTHOCTU NOKa3aHa Tepa-
nua cyHnTuHnbom 50 Mr/cyT. exxefHeBHO B TeyeHue 4 Hegenb, 2 Heje N NepepbiB,
anbTepHaTUBHLIN peXxuM npuéma — 37,5 Mr/cyT. exegHeBHo 6e3 nepephiBa, NevyeHne —
A0 NPOrpeccMpoBaHnA AN HENPUEMAEMOW TOKCUYHOCTH. [pn BbipaXeHHbIX No6ouy-
HbIX 3P PeKTax AONYCTUMO CHVKEHME A03bl CYHUTUHUGaA A0 37,5 Mr/cyT. exeHeBHO
B TeyeHue 4 HeJeNb, 2 HeAeIv NepephiB, CeAyOWNiA 4030BbIA ypoBeHb — 25 Mr/cyT.
eXe/ZlHeBHO B TeyeHue 4 Hepenb, 2 HeAenu nepepoiB. MegnaHa BpeMeHM 40 Nporpeccu-
poBaHWA NPU TaKOM BapuaHTe e4eHna cocTaBaseT 6 Mec.

+  TpynoKanbHOM NpOrpeccrpoBaHnm (yBennyeHne OTAeIbHbIX METACcTa30B NpY COXPaHAIo-
weMca 3G peKTe CO CTOPOHDI APYriX METACTA30B) KOHCUANYMOM MOXET 6bITh PAaCCMOTPEH
BOMPOC O XMPYPrnyeCcKoM yaneHnn oTAe/IbHbIX 04aroB AM60 NCNONb30BaHNM Pa3/INYHBIX
MeTO/AOB /I0Ka/IbHOTO BO3A4eNcTBUA (3MB0M3aLms, cTepeoTakcuyeckas /T).

3.2.3. lll nnHua Tepanuun

+ [lpu nporpeccupoBannu 6one3Hn Ha poHe NpremMa UMaTUHUGa U CyHUTUHMGa Anbo
MX HEMepeHOCMMOCTM NoKasaHa Tepanua peropadpeHnbom 160 Mr/cyT. exeaHeBHO
BTevyeHne 3 Heaenb, NepepbiB — 1 HeAenA, feYeHne — 40 NPOrpecCcpoBaHNA AN HeNpu-
eM/1eMOI TOKCMYHOCTU. MeanaHa BpeMeHM 40 MPOrpeccupoBaHmna cocTasnaeT 5 mec.

+  Tpu 0KanbHOM NporpeccrpoBannm (yBennyeHne oTAe/IbHbIX METACTa30B Npu coxpa-
HAtoWeMCA 3$PeKTe CO CTOPOHBI APYTMX METACTA30B) KOHCUNYMOM MOXeET BbiTb pac-
CMOTPeH BOMPOC O XUPYPrMYeCKOM yAaneHnn OTAeNbHbIX 04aroB AN60 MCNOAb30BaHNMN
pas/IMyHbIX METOAOB JIOKaIbHOrO BO3AeicTBMA (3ME0NM3aLMA, cTepeoTakcuyeckan T).

+  PekoMeHgyeTcs TecTMpoBaHue onyxoau Ans BbiaaeHns MSI-H, dMMR; B cnyyae ux BbisB-
NeHns HeobXoAMMO pacCMOTpeThb HasHavyeHue neMbpoansymaba.

+ PekoMeHayeTCA TeCTUpOBaHWe ONYXOAU A/NA BbIABAEHUA TpaHCNOKauun reHos NTRK.
B cnyyae BbiABaeHMA TpaHcaokaumit NTRK HeobxoaMMo paccMoTpeTh BOMPOC O Ha3Ha-
YeHUn napoTpekTUHU6a 100 Mr gBa pasa B CyTKM exeHeBHO An60 sHTpeKkTUHUOa 600 Mr
B CYTKMU eXe/HeBHO.

+  [pu HedpPeKTUBHOCTN/HENEepeHOCMMOCTH Tepannum CyHUTUHUGoM/peropadeHnbom
BO3MOXHO PacCMOTPeTb NOBTOPHOE Ha3HaYeHne uMatuHmnba B Ao3e 400 mMr/cyT.

3.2.4. lononHUTeNbHbIE NeKapCTBEHHbIe NpenapaThbl 4NA Ne4eHuUsa
MeTacTtaTuyeckoi ¢opmel FTMCO

Bo3HMKHOBEHME PE3NCTEHTHOCTU K CTaHAapTHLIM NPOTUBOOMNYX01E€BbIM 1eKapPCTBEHHbLIM
npenapatam 06yC/10BN€HO NOABAEHNEM BTOPUYHbBIX MyTaLWiA, B CBOIO O4epeab YyBCTBUTEIb-
HbIX K APYTrMM TapreTHbiM npenapatam (copadpeHnt, AasaTnHWE, HUAOTUHUG, NOHATUHWG,
Kab03aHTUHKG).

Mocne nporpeccrpoBaHunA Ha TPEX IMHUAX IeHeHNA BO3MOXKHO NpUMeHeHe KOMBMHaL MK
nMaTuHNba 600 Mr/cyT. u aBeposammyca 2,5 Mr/cyT.

Mpwu BbiABAeHMU MyTaumm VEOOE B reHe BRAF BO3MOXHO HasHayeHne koMbuHaLmm BRAF
MHrM6uTopos (semypadeHnba unu gabpadenunba) c uHrnéutopamm MEK (ko6uMeTMHMEOM
UAW TPaMeTUHNEOM).
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Mpn mMeTacTasax B KOCTAX PEKOMEHAYeTCA NpUMeHeHne ocTeoMoANMLMPYIOWNX Npe-
napaTtoB: 30/1eipOHOBaA KncaoTa 4 Mr B/B van genocymab 120 Mr n/k oguH pas B 28 gHel.
ANropuTM neyeHmna HeonepabenbHbix U MeTacTaTuyeckux popm N'MCO npescTasieH Ha puc. 2.

4. HABJIIOAEHUE N OLLEHKA DD ®EKTA

Mocne paguKanbHbiX onepayuii C Liesiblo PaHHEro BbiABNAEHUA MeTacTa30oB U OLLeHKU
3G PeKTUBHOCTY Tepanum MeTacTaTu4eckol 601e3H1 Heo6X041MMO BINONHEeHMe Y 3W 6plolwHO
nonoctu/manoro tasa. OnTnManbHbIM ABAAETCA ucnonb3osaHne KT/MPT opraHoB 6piolHON
NMo0OCTM U MaNoro Tasa € B/B KOHTpacTMpoBaHuneM. Y3 MOXKeT NPUMEHATLCA AR OLEHKM
NOABAEHUA HOBbIX O4aroB NPU HEBO3MOXHOCTM BbINOAHEHUA KT, HO He ABNAGTCA HAaZEKHbIM
MeTO/,0M MOHUTOPUHra 3G PeKTUBHOCTM Tepanuu MeTacTaTu4eckoii 6onesuu. Mpu KT gomkHbl
BbITb OLLeHEeHbl He TO/IbKO pa3Mepbl OMYXO/1E€BbIX 04aroB, HO M UX MAOTHOCTb: pOPManbHOe yBe-
YeHne pa3MepoB ONyxou 6e3 OLeHKN NJIOTHOCTU He BCerja 03HayaeT NporpeccupoBaxme.

TMCO kpaliHe pejKo MeTacTa3npytoT B nerkune, noatomy KT rpyaHoOW KAeTKM Heleneco-
obpasHa, 0630pHas R-rpadus B npsAMoii 1 60KOBOW NMPOeKLMAX ABAAETCA JOCTAaTOYHbIM METOAOM.

YactoTa o6cnegosanus (KT) nocne paguKanbHblX OnepaLuii 3aBUCUT OT FPYMMbl pUCKa:

* NPV HU3KOM pUCKe nporpeccuposanma — 1 pa3 B 6-12 Mec. B TeyeHune 5 ner;
*  MpY NPOMEXYTOYHOM 1 BbICOKOM PMCKe NPOrpeccMpoBaHmna — Kaxjble 6 Mec. Ha npo-
TAXeHun 5 net, ganee — 1 pa3 B rog.

M3T BbinoNHAETCSA ANA OUEeHKN MeTabo/NMYeCcKon aKTUBHOCTU I'IepBM‘-IHOIZ onyxonu
WA MeTacTa3oB, HO He ABNAETCA PYTUHHbLIM METO/0OM.

5.MPOPUNAKTUKA N ANCNAHCEPHOE

Cyyetom peakoli BcTpedaemoctu TMCO He npoBoaATCA.
. AabloBaHTHasA Tepanua
8 JloKanbHbI _ > YMepeHHbii / > MMaTUHUBOM
< > BbICOKMIA PUCK 400 mr/cyT. exeaHeBHO
c npotecc
= = B TeyeHue 3 net
a <
<] =0
Z, < T [JlmHaMuyeckoe
S MecTHo- MpeaonepauuoH- & —>| RO/RF’I) > HabogeHne
= pacnpo- Hoe /leyeHue = +/- NoBTOpHas onepaumns
i —»| cTpaHen- [~¥| umaTuHu6oM ans [P O
2 HbIN YMeHbLIeHUA Bbicokwii/ JlekapcTBeHHOe
E npouecc obbema onepauuu —>> MPOMEeXyToY- > neyeHve
HbIY pUCK +/- noBTOpHas onepaums

PucyHok 1. AiropuTM neveHmns onepabesibHbix $OpM raCTPOMHTECTUHA/IbHBIX CTPOMA/IbHBIX
Onyxone.
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