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[aCTPOMHTECTUHA/bHbIE CTPOMasbHble onyxonun (TMCO) — peskue MeseHXMMalbHble
HOBOO6Gpa3oBaHMA C YacToTon BcTpeyaeMocTh 10-15 cayyaeB Ha 1 MAH. HaceneHusa. Hau-
6o/see 4acTo ONYyX0/M IOKANU3YIOTCA B enyake (60%) n ToHKon kuwke (30%), a Takke
B ABEHa/LaTUMNePCTHON K NpAMOW KulwKe. Pegkne nokanusauum — nuwesoy, obogo4Han
KuLKa, 60AbLON CaNbHUK, bpbixelika, 3a6ploliMHHOe NPOCTpaHCTBO. KntoyeBbiM MexaHU3MOM
pasBuTUA onyxonu aeaseTca Mytauus e reHe C-KIT (80%) nan PDGFRA (10%). Mporpeccu-
poBaHWe NpoABAAETCA MeTacTasaMu B Ne4YeHn n/uam no 6pownHe. Tepanua MHrnbuTopamm
TUPO3NHKMHA3 — OCHOBHOWN MeTO/ NeYeHns MeTacTaTuyeckon 6onesHn, XT HeapdeKkTMBHA.

1. KNIACCUPUKALUNA N ONPEAENEHUE CTAANN

CrapguposaHue TMCO ¢ 2019 r. npoBoautca no cucteme TNM 8-ro nsganna. OCHOBHbIMU
NPOrHOCTUYECKUMU PpaKTOpPaMM ABAAIOTCA MUTOTUYECKUI UHAEKC, pa3Mep U JIoKaausauus
onyxonn. B ocHoBy cTagnpoBaHus [MCO nonoxeHsl pasMep onyxo/im v MUTOTUYECKUIA UHAEKC.

T —nepBuyHas onyxonb
TX — nepBuYHanA OMyXxo/ib HE MOXeT ObITh OLleHEeHa
TO-nepBMYyHaA oNyxoab OTCyTCTBYeT
T1-onyxonb He 6osee 2 cM HanbonblEeM U3MepeHUn
T2-onyxonb 6onee 2 cM, HO He 6onee 5 cM B Hanbo/blieM U3MepeHUn
T3-onyxonb 6onee 5 cM, Ho He 6osee 10 cM B HanbosblLeM U3MePEHUN
T4-onyxonb 6onee 10 cM B HanboblEeM U3MEpPEHUN
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N — pervoHapHbie AMM$aTnyecKmne ysnbl
NX — pervoHapHble 1MMbOY3bl HEe MOTYT 6bITb OLeHeHb!"
NO-HeT MeTacTa3oB B perMoHapHbIX IMMPpaTUYeCKMX y3aax
N71-ecTb MeTacTasbl B permoHapHbix 1MMdaTnyecknx ysaax.

M —oTpaneHHble MeTacTasbl
MO-HeT OTAa/NIEHHbBIX METACTA30B
M1-ecTb OTAaNEHHbIE MeTacTasbl.

MutoTUYeckuin HAEKc
HU3KNiA MUTOTMYECKU MHAEKC — He 6onee 5 MUTO30B B 50 NosiAX 3peHuns
BblCOKUI MUTOTUYECKUI UHAEKC — 6onee 5 MUTO30B B 50 Monsax 3peHuns.

MuToTudeckuin nHaekc ana F’MCO onpeaenatoT Mo KOAMYECTBY MUTO30B B 50 NonsAx 3peHus
(Ha obuwei naowaam 5 MM2) Npu 60/1bLIOM YBEMYEHUU MUKPOCKONA, UCMOAb3Ys 06beKTUBX40.

B cBA3n c 60/1ee 6AaronpuATHLIM MPOrHO30M MpPW I0KaM3aLUMN ONYXO/IN B XKENYAKe BCe
TMCO paspgeneHbl Ha ABe rPyMmbl: XKeNyA04HbIE 1 BHEXENYA04YHble OMYX0N, a pacnpejene-
HWe Mo CTaANAM NPOBOANTCA OTAENbHO ANA CTPOMANbHBIX ONYXONEW XeNyAKa N OCTasbHbIX
Nokanusaumii. [pynnupoBKa no cTaguaM npeactaBieHa B Tabn. 1um 2.

Ta6auua 1. pynnmpoBka No CTagnAM raCTPOMHTECTUHA/bHBIX CTPOMasIbHbIX OMYXO/eN XenyKa
1 canbHUKa

Cragusa T N M MUTOTUYECKUI UHAEKC
Cragusa IA T1, T2 NO MO Huskun
Cragus IB T3 NO MO Huskuin
Cragmsa ll T1, T2 NO MO BbicoKkui
T4 NO MO Huzkuin
Cragusa IlIIA T3 NO MO BbIiCOKMin
Craawmsa llIB T4 NO MO Bbicokuin
Cragua IV Jlobas T N1 MO Jlioboit
Niobas T Miobas N M1 Nioboit

Ta6auuya 2. Pacnpesenenue no cTagnaAM raCTPOMHTECTUHA/bHBIX CTPOMAJIbHbIX OMyX0/en
BHEXe/NyJ04HOMN NoKanusaumumn’

MuToTuyeckuii
Cragus T N M WHAEKC
Cragusa | T1, T2 NO MO Huskuin
Cragusa ll T3 NO MO Huzkuin

T [lpu TMCO Memacma3ssl B pe2uoHapHbIX AUMPOy3aax BCmpeyaromcs pedKo, NOIMOMY CAyYau, KO-
20a cmamyc AuM@oy3noB He Moxem 6bimb OUEHEeH KAUHUYECKU U MOpPPON02U4eCKU, paccMampusalom
kaxk N0 Bmecmo Nx unu pNx.
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MuToTtuyeckmii
Cragusa T N M WHAEKC
Cragusa A T NO MO BblcoKkuit
T4 NO MO Huzkuin
Cragus llIB T2,73, T4 NO MO Bblcokuit
Cragusa IV Tlobas T N1 MO Jlo6oit
Niobaa T iobaa N M1 Jo6oit

Kpumepuu cmaduposaHus onyxoneli moHKoU KUWKU nPUMeHAIoMCs 045 nepBuYHbIX TMICO ocmanbHbIX

BHeKeNyd0YHbIX N0KaAu3ayuii.

2. AMATHOCTUKA

[lnarHos ycTaHaB/MBaeTCA Ha OCHOBAHWM JaHHbIX OCMOTPa, Pe3ybTaTOB UHCTPYMEHTa bHbIX

MeToA0B 06Cej0BaHNA U NaTOMOP$OOruYecKoro 3akatouermnsa. NepernyHoe obcnegoBaHmne
[0/MKHO 6bITb MPOBEAEHO A0 BCeX BUAOB ie4ebHbIX BO3AENCTBUIA 1 BKAtOYaeT B cebs:

3/IOKAYECTBEHHbBIE ONYXOAN
Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM

cbop aHaMHe3a 1 0cMOTPp;

06N aHaNN3 KPOBU C MOACHETOM IeMKOLUUTAPHON GOPMY/Ibl U KOANYECTBA TPOM6BO-
LMTOB, YypOBEHb FreMOr/1061Ha;

6MOXMMUMYECKMIA aHaIN3 KPOBM C ONpejeneHeM NokasaTene GyHKLMM NeYeHU, MoYek,
ypoBHs LW®, kanbuus, rnokossl;

3HAOCKonnYeckoe ob6cnegosanme: IMAC; snaoY 33U npun ITAC ABnseTcA npeAnoYTUTENb-
HbIM, T.K. MO3BO/IAET 06 bEKTUBHEE OLLEHNTb Pa3Mepbl ONYX0/N U ee CTPYKTYPY;

Y3W opraHoB 6piollHO No10CTH U Manoro Tasa. KT opraHoB 6polLHOM NOAOCTH € B/B KOH-
TpacTUpoOBaHMEM ABAAETCA ONTUMA/IbHBIM METOAOM KaK MPU NEPBUYHbIX OMYXONAX, TaK
M NpU MeTacTaTU4ecKo 6onesnu; Y3 opraHos 6pioLHO NOAOCTU MeHee MHPOPMATUBHO
no 60NbWIUHCTBY NOKa3aTesiei (OLeHKa pa3MepoB, NNOTHOCTU, KONMYECTBA O4aroB; BO3-
MOMHOCTb XpaHeHUs MHGOPMaLLMM) U BbIMONHACTCS B KA4ECTBE MUHWMaNbHOrO 06beMa
o6cneaoBaHus;

Mop¢onormnyeckoe nccnejoparmne buonTtata Mbo yAaneHHOW ONYX0/W; B 3aKA0HNTENIbHOM
rMCTONOMMYECKOM 3aKI0HEHUN JO/DKHBI 6bITh YKa3aHbl pa3Mep OMyxo/u, 10Kaaunsaums,
MOPONOrUYECKUIA BUA, MUTOTUHECKUI MHAEKC (KONMYeCTBO MUTO30B B 50 nosax 3peHus
Npy 60/1bLIOM YBENMYEHUM), HA/IMYME Pa3PbiBa KarCy/ibl OMYX0NH (€C/IM TAKOBOE MMe/Io MecTo);
NI X nccneposanme c onpegenennem skcnpeccum CD117 u/van DOGT aBaseTcs Heob6xoamM-
MbIM NPU NOATBEPXAEHUN ANarHo3a; npu otcyTcTBuUm MyTauum B rede KIT nan PDGFRA
(avKkunit Tvn) uenecoobpasHo BbinosHeHUe MIX nccaepoBaHma C onpejeneHmeM K-
npeccuu cyKkumHataerngporerassl B (SDHB), oTcyTcTBME IKCNpeccun CBUAETENLCTBYET
0 HapyleHUn GYHKL UM reHa;

MO/IeKYNAPHO-TeHeTUYeCKNIA aHann3 MoxeT noMoyb B cnyyae CD117 n DOGT HeraTus-
HbIX OMyxoelt (40 3-5% BCex OMyXxoJieil); MpY T0KaNN3aLMMN OTYXO/IU B XKETYAKe SHAO-
cKomuyeckas npejonepauMoHHas 6Moncus NnpegnoYTUTeIbHee YpeCKOKHOW;
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* NPV HEBO3MOXHOCTU BepudMKaLuum AnarHosa n ybeanTenbHblX KANHUYECKUX U SHAO-
CKOMWUYeCKNX NpU3HaKax NokannsosaHHbIX popM MCO npegonepayoHHoii Mopdoaorm-
4eCKOW AMarHoCTUKON MOXHO npeHebpeyb, eCNN He NAaHUpyeTCa npegonepalnoHHas
Tepanua umMaTuHM6oM;

+ Y3V Manoro Tasa npu n0Kann3aLmm onyxoau B MasaoM Tasy (Onyxonu npamMoi KULWKK);
MPT opraHoB Manoro Tasa c B/B KOHTPaCTUPOBaHMEM ABAACTCA ONTUMa/bHLIM U Hosee
TOYHbIM METOA0M ANArHOCTUKY;

«  M3T BbINONHAETCA 418 OLEHKN MeTaboanyeckoro s¢pdekTa e4eHns, a TakKe MoXeT
MPUMEHATHCA NPU COMHUTENbHBIX pe3ynbTaTax KT;

+ onpegeneHve MyTauuii B reHax KIT (ak3oHsl 9, 11), PDGFRA (sk30Hbl 12, 14, 18, D842V)
WM KOHCTaTauus UX OTCYTCTBUSA B yKa3aHHbIX reHax (4nkui Tun). latoreHes passutus
CTPOMa/IbHbIX OMYyX0Nen enyaKa B cocTaBe Tpuabl KapHea n cungpoma KapHea-CrpaTa-
Kuca cBAsaH c edpuumnTomM pepMeHTa CyKuMHaTAernaporeHassl. Tepanuay Taknx 601bHbIX
Mano3pPekTnBHa. Y 60bHBIX C AUKUM TUMOM MOTYT BbIABAATLCA MyTaLum B reHax SDH,
KRAS, BRAF, NRAS.

B CIOKHbBIX Cy4anx (TPYAHOCTU B yCTaHOBKE MOPGONOrMYECKOrO UAN MONEKYNAPHO-
reHeTUYECKOro gnarHosa, 6osbHble ¢ Tpuagon KapHes, cungpomom Kapresa-CrpaTakuca
VW C AUKWUM TUMOM) YTOYHAIOWYIO AMArHOCTUKY U IedeHne LenecoobpasHo NpoBOAUTL
B CNeLMaan3npoBaHHbIX OHKONOTNYECKNX YYPeXAeHNAX.

Jlenenne TMCO Ha NpOrHOCTUYECKME FPYMMNbl B 3aBUCMMOCTH OT pa3Mepa, 10Kaam3saumunm,
MUTOTMYECKOro MHAEKCa U PpaKTa pa3pbiBa Kancy/bl NpejcTaBaeHo B Taba. 3.

Ta6suya 3. MporHocTUYeCKIe FPYMMbl FACTPOMHTECTUHABHBIX CTPOMA/bHBIX OMYX0/el
(no H. Joensuu, 2008 r.).

Puck peungmuea Pa3smep onyxonu, cM MuToTUYeCKUIA MHAGKC Jlokanusauusa onyxonm
OyeHb HU3KUI <2 <5 Nioban
Huzkui 2,1-5,0 <5 JNioban
TpoMexyTouHbIA 2,1-5,0 >5 Xenyaok

<5,0 6-10 Jioban

5,1-10,0 <5 Henypaok
Bbicokwii Jo6oit JTobon Pa3pebis onyxonu

>10 Nio6oi Niobasn

Nio6oit >10 Nioban

>5 >5 Niobasn

2,1-5,0 >5 BHe xenyska

5,1-10,0 <5 BHe xenyska

MyTaLMOHHbIV CTaTyC TaKxe 061a4aeT NPOrHOCTUYECKNM 3HaYeHMeM: NaLMeHThI C ToYey-
HBIMW MyTauUAMM, Aynankaumamu 8 11 3k3oHe reda KIT v rene PDGFRA (kpome D842V) nyywe
0TBeYaloT Ha sledeHne M 061a4al0T 61aronprUATHEIM MPOrHO30M.

3/IOKAYECTBEHHbBIE ONYXON
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3. IEMEHUE

OCHOBHbIM METOA0M JIe4EHUA IOKA/IM30BAHHbIX U MECTHOPacNpocTpaHeHHbix popm MTMCO
ABNAGTCA XUPYPruyecKoe evyeHue, a Npun peunanse nam MmetactaTuyeckon 6onesHn — Tap-
reTHas Tepanua UMaTUHUOOM.

3.1. lokannsoBaHHble GOPMbI

3.1.1. Ipu HeboNbLIMX pa3Mepax OMyxX0/u, MeHee 1-2 CM, Ha OCHOBAHUW KJAUHWUYECKOMN KapTUHbI
AOMNYCTUMO AMHAMUYeCKoe HabIloAeHe, OfHaKO HeOBX0AMMO NPUHMMATb BO BHUMaHWUE NOTeH-
LiManbHbliA PUCK MPOTrPeCcCUpOBaHMSA C yHeTOM pPe3y/bTaToB MOPPONOrMYECKOro NCCaef0BaHuUA
(daKTOpOB prCKa) MPU OTKA3e OT aKTUBHOW XMPYPruYECKOM TaKTUKU.

3.1.2. lNpwu pa3Mepax onyxonu 6osee 2 CM NOKa3aHO onepaTuBHoOe nedeHune. JJonycTUMO BbINONHEHWE
3KOHOMHbIX pe3eKLUiA C OTCTYMNIEHWEM OT Kpas Onyxoau Ha 1-2 cM. JIuMdaAeHIKTOMUS peKo-
MeHAYeTCA NPy ONyXo/aX € AePULUTOM PpepMeHTa CyKLMHATAErMAPOreHasbl, B APYrux caydanx
— He uyenecoobpasHa. Jlanapockonuyeckue onepaLyn MoryT BbiMOJHATLCA NMpY HeGONbLIMX
pa3Mepax OMyxo/u B BbICOKOCMELNAM3NPOBAHHBIX YUPEKAEHNAX NPU MUHUMANbHOM pUCKe
MHTpaonepaLoHHOro paspbia Kancysl. [poduaakTuyeckas pesekumns 60/bWOro casbHUKa
KaK OCHOBHOM JIOKa/IN3aLMM NepUTOHea IbHbIX MeTacTa3oB ONpaB/aHa, O4HaKO PaHAOMU3MPOBaH-
HbIX UCCNeA0BAHMIA, NOCBALLEHHBIX OLIeHKe 3QPEKTUBHOCTU NPOPUNAKTUYECKON OMEHTIKTOMUM,
He NMPOBOAM/OCH. DHAOCKOMMYECKME OnepaLvu NMpU JIOKaNMN3aLum B enyAKe He LiesecoobpasHbl
B CBA3U C COMHUTE/IbHOM BO3MOXHOCTbIO PaZMiKa/lbHOrO MCCeYEHUA «HOXKM» omyxonu. Mpu R2
peseKumMn cresyeT pacCMOTPETb BOMPOC O BbINONHEHNM NOBTOPHOM onepauun. [Npu R1 pesek-
LM 1 HU3KOM pUCKe peLunjmBa AONYyCTUMO AUHAMUYeCcKoe HabaogeHne Mbo BbiNOHeHNe
NoBTOPHOI onepauuu. B cayyae R1 pesekuum pelueHune o BbiNoHEHWe pe-pe3eKLnm nepey, npo-
Be/leHVeM a/lbloBaHTHOM Tepanuu y 60/1bHbIX MPOMEXYTOYHOrO/BbICOKOrO PUCKa NpUHUMaeTCs
MY/IbTUANCLUNIMHAPHOW KOMaHAOM C y4eTOM JI0Ka/M3aLum Onyxou, NaaHnpyemMoro obbemMa
ornepaLumn 1 PUCKOB CBA3AHHbIX C €e BbINOJHEHNEM.

3.1.3. lpun nokanmsauum onyxonun B NULLEBOAE, KapAManbHOM OTAeNe enyaKa, ABeHajLaTn-
NepCTHOM 1 MPAMON KWLLUKe NMoKasaHa npegonepayoHHas Tepanus C Le/bio yMeHbLUeHUsA ee
pasMepoB 1 Noc/eaytoLLelt NOMbITKM BbIMOJHEHUA OPraHOCOXPaHAIoLLEel onepaLuu.

3.1.4. [pu cCOMHUTE/IbHOW pe3eKTabe/IbHOCTUN OMYXOM PEKOMEHAYETCA HeoaAbloBaHTHaA Tepanus
MMaTUHUOOM B TeyeHUe 6-12 MecaLeB. MNepes ee Ha3HaYeHWEM LienecoobpasHO BbINOHeHMe
MO/IeKYNAPHO-F@HETUYECKOro aHanunsa C Lenblo UCKatoveHna Mytauun D842V. Onyxonun
C YKa3aHHOI MyTalMell pe3nCTeHTHbI K Tepanun MMaTUHUO0M.

3.1.5. Mocne paankanbHON onepavymu:

*  NPUW HN3KOM PUCKe NPOrpeccMpoBaHna NOKa3aHo AUHaMU4Yeckoe HabalogeHNe;
* NPV NPOMEXYTOYHOM U BLICOKOM PUCKe NPOrpeccMpoBaHmnA NoKasaHa afbloBaHTHaA
Tepanua MMaTUHWGOM B TedeHue 3 eT.

ﬂpm Ha3Ha4YeHunn ap.'b}OBaHTHOVI Tepanum unn ne4eHnmn Heonepa6eanblx nMmetTacTtaTndecCKmnx
onyxoneﬁ Ll,el]ECOO6pa3HO npoBOAUTb MONIEKYNAPHO-TeHeTNYeCKoe uccnegoBaHue Ana NCKN0-
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yeHua TMCO, pe3nCTEHTHbIX K TapreTHoi Tepanuu (MyTauua D842V B reHe TpoMb6oLUTapHOTO
daKTOpa pocTa, BCTpeyatowwanca MeHee YeM B 5%cay4aes). [pu BbISBAEHUM NOTEPU SKCMIPECCUM
SDHB B onyxonu npu X nccnepoBarnm agbloBaHTHaA Tepanua UMaTUHNG0OM HeljenecoobpasHa.
Mpu peungmnee 60n1e3HM NoCNe afblOBAHTHOM Tepanun NoKasaHo BO306HOB/IeHMe NpreMa
nMaTuHnba. ANropuTM evenmna nokaamnsosaHHbix [MCO npegcTaBaeH Ha puc. 1.

3.2. HepesekTabenbHble ONYyX0Au, peLManBbl, MeTacTasbl

3.2.1. | n"MHMA Tepanuun

+  [lpuHepesekTabenbHbIX ONYXONAX, PeLMANBE NN MeTacTa3ax OCHOBHOM MeToA NeveHns —
TapreTHas Tepanua uMaTUHM60M 400 Mr/cyT. 40 MPOrpeccMpoBaHNA UK HeNpueMaeMoi
TOKCUYHOCTW.

+  MNpumyTaunu 8 9-M 3k30He rera KIT pekoMmeHz0BaH MMaTUHUG 800 Mr/cyT. (cTaTncTuye-
CKV 3HA4YMMO yBe/IM4MBaeT BPeMA A0 NPOrpeccMpoBaHma 6e3 CyleCTBEHHOIO0 yayyeHuna
06Lieit BBIKMBAEMOCTM MO CPABHEHMIO C 40301 UMaTUHUEA 400 Mr/cyT.).

+  Tpu avkom Tune NMCO c gedpunntom SDH (B ToM uncie npu T’MCO B cocTase Tpuagbl KapHes
u cuHgpoma KapHes-CTpaTakuca) npuém uMaTuHba He peKoMeHAYeTCs; B | IMHUM peKOMeH-
AYETCA NpUeM CyHUTUHMGa 50 Mr/cyT. B TedeHue 4 Heg., 2 Hel. — nepepbis (1160 37,5 Mr/cyT.
exeAHeBHO) unu peropadennba 160 Mr/cyT. B TedeHue 3 Hea., 1 HeAens — nepepbis.

+  [lpumyTaumnreda D842V B 18 sk30He reHa PDGFRA B | nMHWKN NedYeHMA BO3MOXKHO NpU-
MeHeHMWe fa3aTuHuba 140 Mr/cyT. exeHeBHO.

+  TlpnucxogHo He pe3ekTabenbHbIX ONYX0aAX Yy 60/bHbIX C 3G eKTOM B pesyabTaTe Tepa-
nuu uenecoobpasHa oLeHKa BO3MOXHOCTM PaZMKanbHOrO XMPYPrnYeCKOro nevyeHnn
yepes 6-12 Mec. nocne Havana Tepanuu.

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

+  [pn MynbTMOKaNbHOM NPOrpeccCUPOBaHNN XUPYPTrUYECKOe NeYeHne He yaydllaeT
BbIXXMBAEMOCTb MO CPABHEHUIO C IeKAPCTBEHHbIM IeHeHUeM.

+  Tlpu noKaNbLHOM NPOrpeccHpoBaHnm (YBeNUUEHNE OTA/bHbIX MeTacTa3oB Npu coxpa-
HAaoWweMcs 3GpeKTe CO CTOPOHbI A4PYrMX METacTa3os) KOHCUANMYMOM MOXET 6bITb pac-
CMOTPEH BOMPOC O XMPYPrnYeCKOM YAaN€HUN OTA/bHbIX 04aroB AM60 NCNOb30BaHNM
Pas3/INyHbIX METOAOB /IOKA/IbHOMO BO3AeMCTBMA (3M60AM3aLMA, cTepeoTakcunyeckas JT).

+ XT,TT, aTakxe Apyrvie BuAbl N1eKapCTBEHHONO e4eHNA HeahPeKTUBHBI.

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

«  TIpY XNPYPru4ecKUx OCNOKHEHUAX TedeHns 60ne3HU (paspbiBe OMyXOaU, KULWEYHOM
HEMPOXOANMOCTM, KPOBOTEYEHNM) BbINONHAIOTCA O6LENPUHATBIE XUPYPrUYECKUE MEPO-
MPUATUA C NPOAO/IKEHNEM TapreTHON Tepanuu.

3.2.2. Il nvHunA Tepanum

+ [lpunporpeccuposaHuu Ha poHe Npuema umMatuHnba B fo3e 400 Mr/cyT. noKasaHa 3cKa-
nauma aosbl npenapata g4o 800 Mr/cyT., nevyeHne — 40 NPOrpeccMpoBaHna UAN HeNpu-
eMNeMOoi TOKCUYHOCTH.
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+ [lpy HenepeHOCMMOCTU UMAaTUHUGA UM NEPBUYHON PE3UCTEHTHOCTU NOKa3aHa Tepa-
nUAa CyHUTUHUG0M 50 Mr/cyT. exeHEBHO B Te4yeHUe 4 Hejenb, 2 HeJeNun Nepepeis,
anbTepHaTUBHLIN pexuM npuéma — 37,5 Mr/cyT. exegHeBHo 6e3 nepephiBa, NeyeHne —
A0 NPOrpeccMpoBaHnA AN HENPUEMAEMOW TOKCUYHOCTH. [pun BbipaXeHHbIX No6ouy-
HbIX 3¢ PeKTax JONyCTUMO CHUKEHUE 03bl CYHUTUHMGA A0 37,5 Mr/CyT. eXxe/JHeBHO
B TeyeHne 4 HeAenb, 2 HeeNU NepepbiB, CAeAYOWNIA J030BbIi ypOBeHb — 25 Mr/cyT.
eXe/HeBHO B TeYeHue 4 Hepenb, 2 HeAenu nepepbiB. MegnaHa BpeMeHM 0 Nporpeccu-
poBaHWA NpU TaKOM BapuaHTe e4eHna cocTaBaseT 6 Mec.

+  [pvnoKanbHOM NporpeccrpoBaHnm (yBennyeHne OTAEIbHbIX METACTa30B NpY COXpaHsaio-
weMca 3¢pdeKTe CO CTOPOHbBI APYTUX METACTA30B) KOHCUAMYMOM MOXET 6bITb PACCMOTPEH
BOMPOC O XMPYPrn4eCcKoM yjaneHnn oTAe bHbiX 04aroB IM60 MCNOb30BaHMMN Pa3INYHbIX
METO/0B I0KaNbHOIO BO3AeicTBusA (3ME0AM3aLna, cTepeoTakcuyeckan JT).

3.2.3. lll nvHuna Tepanuun

+ [lpu nporpeccupoBaHum 6one3Hn Ha poHe NpremMa UMaTUHUGa U CyHUTUHMGa 6o
MX HEMepeHOCMMOCTM NoKa3aHa Tepanua peropadpeHnbom 160 Mr/cyT. exeaHeBHO
B TeyeHue 3 Hejenb, nepepbiB — 1 HeAeNA, NeYeHne — 0 MPOrpecCMpoBaHMA UNN HeNpu-
eM/IeMOI TOKCMYHOCTU. MeanaHa BpeMeHM 40 MPOrpeccupoBaHmna cocTasnaeT 5 mec.

+ Tpu noKanbHOM NporpeccrpoBannm (yBennyeHne oTAeIbHbIX METACTa30B Npu coxpa-
HAtoWeMCA 3$PeKTe CO CTOPOHBI APYTrMX METACTAa30B) KOHCUANYMOM MOXeET 6biTb pac-
CMOTPeH BOMPOC O XUPYPrUYeCKOM yAaneHNn OTAENbHbIX 04aroB AN60 MCMOAb30BaHNMN
pas/IM4HbIX METOA0B JIOKaIbHOrO BO3AeicTBMA (3ME0AM3aLNA, cTepeoTakcuyeckan 1T).

+  PekoMeHgyeTcs TecTMpoBaHue onyxosu Agns BbiaBaeHns MSI-H, dMMR; B cnyyae ux BbisB-
NeHnsA Heo6XoAMMO pacCMOTPeTb Ha3HayeHWe neMbpoansymaba.

+ PekoMeHayeTCA TeCTUpOBaHWe ONYXOAW ANA BbIABAEHUA TpaHCNoKaumn reHos NTRK.
B cnyyae BbiABaeHMsA TpaHcaokaumiit NTRK Heo6xo4MMO paccMoTpeTh BOMPOC O Ha3Ha-
4yeHUn napoTpekTUHU6a 100 Mr gBa pasa B CyTKM eXxeHeBHO An60 sHTpeKkTUHU6a 600 Mr
B CYyTKU exe/HeBHO.

+  [pu HedapPeKTUBHOCTUN/HENEepeHOCMMOCTH Tepannum CyHUTUHUG6oM/peropadeHnbom
BO3MOXHO PacCMOTPeTh NOBTOPHOE Ha3HaYeHne nMaTuHUGa B o3e 400 mMr/cyT.

3.2.4. lononHUTeNbHbIE NeKapCTBEHHbIE NpenapaThbl 418 Ne4eHuUsa
MeTacTtaTuyeckoi ¢opmel FTMCO

Bo3HMKHOBEHME PE3NCTEHTHOCTU K CTaHAapTHBIM NPOTUBOOMNYXO01€BbIM 1eKapPCTBEHHbLIM
npenapatam 06yC/10BN€HO NOABAEHMEM BTOPUYHbBIX MyTalWiA, B CBOIO O4epeab YyBCTBUTEIb-
HbIX K APYTMM TapreTHbiM npenapatam (copadpeHund, 4asaTnHWG, HUAOTUHUG, MOHATUHNG,
Kab03aHTUHKG).

Mocne nporpeccrpoBaHunA Ha TPEX IMHUAX IeHeHNA BO3MOXKHO NPpUMeHeHne KOMBMHaL MK
nMaTuHnba 600 Mr/cyT. n aBeposammyca 2,5 Mr/cyT.

Mpwu BbiABAeHMU MyTaLmm VEOOE B reHe BRAF BO3MOXHO HasHayeHne koMbuHaLmm BRAF
MHrM6UTOpOB (BeMypadeHnba unu gabpadenunba) c uHrnéutopamm MEK (ko6uMeTUHMEOM
UAN TPaMeTUHNEOM).
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Mpn mMeTacTasax B KOCTAX PEKOMEHAYeTCA NpUMeHeHne oCTeoMoANULMPYIOWNX Npe-
napaTtoB: 30/1e/ipoHOBas KncaoTta 4 Mr B/B nnn genocymab 120 Mr n/k oguH pas B 28 gHelt.
ANropuTM neyeHna HeonepabenbHbix U MeTacTaTuyeckux popm N’MCO npescTasieH Ha puc. 2.

4. HABNIIOAEHUE N OLLEHKA DD ®DEKTA

Mocne paguKanbHbix onepayuii C Liesiblo PaHHEro BbiABNAEHUA MeTacTa30B U OLLEHKU
3G PeKTUBHOCTM Tepanum MeTacTaTu4eckol 601e3H1 Heo6X04MMO BINONHEHMe Y 3U 6plolwHO
nonoctn/manoro tasa. OnTuManbHbIM ABAAeTCA cnonb3osarnne KT/MPT opraHoB 6piowHow
NOM0OCTM U MaNoro Tasa € B/B KOHTpacTupoBaHuneM. Y3 MOXKeT NPUMEHATLCA AR OLEHKM
MOAB/AEHNA HOBbIX 04aroB NPU HEBO3MOXHOCTM BbINOAHEHUA KT, HO He ABNAGTCA HAaZEXKHbIM
MeTO/0M MOHUTOPUHra 3G PeKTUBHOCTM Tepanun MeTacTaTu4eckoii 6onesuHun. Mpu KT gomkHbl
BbITb OLLeHEHbl He TO/IbKO pa3Mepbl OMYXO/IeBbIX 04aroB, HO M UX MAOTHOCTb: pOPManbHOe yBe-
MYeHne pa3MepoB ONyxou 6e3 OLeHKN NJIOTHOCTU He BCerja 03HayaeT NporpeccupoBaHme.

T'MCO KkpaltHe pejKo MeTacTasupytoT B nerkune, noatomy KT rpyaHO KAeTKM Heleneco-
obpasHa, 0630pHas R-rpadus B npaMoi n 60KOBOW NMPOeKLMAX ABAAETCA JOCTAaTOYHbIM METOAOM.

YactoTa o6cneposanns (KT) nocne paguKanbHblX ONepaLmuii 3aBUCUT OT FPYNMbl pUCKa:

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

M3T BbinoNHAETCSA ANA OUeHKU MeTabo/M4YeCcKon aKTUBHOCTH I'IepBI/I‘-IHOIZ onyxonu
WA MeTacTa3oB, HO He ABNAETCA PYTUHHbIM METO/OM.

5. MIPOPUNAKTUKA
n ANCNAHCEPHOE HABZTFOAEHUE

Cyyetom peakoli BcTpedaemoctu TMCO He npoBoaATCA.
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PucyHok 1. Anroputm nedenns onepabesibHbix GOPM raCTPONHTECTUHANBHBIX
CTPOMa/IbHbIX OMyXONeN.
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