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FTACTPOUMHTECTUHAJIbHDBIE
CTPOMAIJIbHLIE ONYXOJIN

B daHHOM pa3desne yKaszaHbl KpUmMepuu OyeHKU KAUHUYECKOU 3Ha4UMOCMU NPUMEHEeHUs 00p020CmMos-
welinpomusoonyxonepolinekapcmaeHHOU mepanuu 8 COOMBEMCMBUU CO Yikaaai, paspabomaHHol
akcnepmHol epynnoli (cm. cmp. 7). B mekcme oHU 0603HayYeHbl, KaK MazHumyda KAuHuU4YecKol
3Haqumocmu (MK3).

KonnekTtus astopos: Hukyann M.I., Apxupu T.1., Hocos [.A., Ctuanan U.C., duno-
HeHKo [ .A.

Knwuesblie cnosa: MVICO, raCTpOMHTECTUHA/IbHBIE CTPOMAJIbHbBIE OMYXO/M, CTPOMA/bHbIE OMY-
xonu KT, uMaTuHn6, cyHutunmnb, peropadennd, KIT, PDGFRA, WT, SDH, SDHB

FacTpoMHTECTUHaNbHble CTpOMasbHble onyxonun (TMCO) — peaKkue MeseHXUManbHble
HoBOOGpa3oBaHMA Cc YacToToW BcTpeyaeMocTu 10-15 cayyaeB Ha 1 MAH. HaceneHus. Hanbonee
4acTo OMyX0/M IOKANU3YIOTCA B KenyaKe (60%) v ToHKoM Knwke (30%), a Takxe B 12-nepcrT-
HOV 1 NpAMON KuliKe. PegKkune nokanmsaymm — nuuesos, 060404Has KMWKa, 60/1bWON canb-
HUK, Bpbixelika, 3a6ploWMHHOE NpOCTpaHCTBO. KNto4eBbIM MexaHW3MOM pa3BUTUA ONYX0K
asasetca MyTaums B rede C-KIT (80%) uav PDGFRA (10%). MporpeccupoBaHmne npossasetcs
MeTacTasaMmu B neyeHn n/namno 6prownHe. Tepanua MHrM6UTOpaMyM TUPO3UHKMHA3 — OCHOB-
HOW MeTOoJ fie4eHuns MeTacTaTudeckon 6onesHn, XT HeappeKTuBHa.

1. KNIACCUODUKALUNA N ONPEAENEHUE CTAAUN

1.1. CraguposaHue 'MCO no cucteme TNM (8 pegakuyms, 2017 r.)

CraguposaHue TMCO c 2017 r. nposogutca no cucteme TNM 8-ro nsganma. OCHOBHbIMU
NMPOrHOCTMYECKNMMN GaKTOPaMU ABNAOTCA MUTOTUYECKUIA MHAEGKC, pa3Mep 1 I0Kaan3ayna
onyxonu. B ocHoBy ctagupoBauua N’MCO nonoxeHbl pasMep onyXoam U MUTOTUYECKUIA
VHAEKC.

T —nepBuyHas onyxonb
TX — nepBMYHan ONYyX0/ib He MOXKeT 6bITb OLleHEHa
TO — nepBMUYHaA ONYXO0/Ib OTCYTCTBYET
T1—onyxonb He 60s1ee 2 cM HanbonblueM U3MepeHnmn
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T2 —onyxonb 6onee 2 cM, Ho He 6onee 5 cM B HanbonbleM nsMepeHnUn
T3 —onyxonb 6onee 5 cM, Ho He 6os1ee 10 cM B HanbosblEeM U3MepeHUN
T4 — onyxonb 6os1ee 10 cM B Hanbo/IbLIEM U3MEPEHUM.

N — peruoHapHble iMMdaTUYECKME Y3bI
NX — pervoHapHble IMMPOY3 /bl He MOTYT 6bITb OLLeHeHbI'
NO — HeT MeTacTa30B B permoHapHbIX NMMdaTUYeCKUX y31aX
NT—ecTb MeTacTasbl B perMoHapHbIX 1MMbaTUYeCKNX y3NaxX.

M — oTtpaaneHHble MeTacTasbl
MO — HeT oTAaNeHHbIX MeTacTasoB
M1 — ecTb oTAaNeHHble MeTacTasbl.

MuTtoTHU4eCKNt MHAECKC
HU3Knit MUTOTHUYECKNIA MHAEKC — He 6oiee 5 MUTO30B B 50 nosiAx 3peHus
BblCOKMIA MUTOTUYECKUI UHAEeKC — 6onee 5 MMTO30B B 50 monax 3peHuns.

MuTtoTuyeckuii unaekc ana F’MCO onpeaenaoT No KOANYECTBY MUTO30B B 50 NoaAxX 3peHus
(Ha obwei naowaan 5 MM?) npn 60/1bLIOM YBEAUYEHNU MUKPOCKONA, UCNO/b3Ys 06beKTUB X 40.

B cBA3M c 601ee 61aronNpUATHLIM MPOFHO30M NPU JIOKaAU3aLMU ONYXO/N B XKeNyaKe Bce
TMCO pasaeneHbl Ha ABe rPYNMbl: XeNYAO4YHbIE M BHEXeNYAOUYHbIE OMYXO/W, a pacnpeaene-
HMe No CTaAuAM NPOBOAUTCA OTAENLHO ANA CTPOMA/IbHLIX ONYXO0/1e XenyAKa U 0CTaNbHbIX
nokanusauuii. [pynnupoBka no ctagmsaM npeacTaBieHa B 1abn. 1u 2.

Ta6nv||.|,a 1. prnnmposKa M0 CTaAMAM raCTpONHTECTUHA/IbHbIX CTPOMAa/IbHbIX onyxoneﬁ
XenyjaKa n ca/ibHUKa

MutoTuyeckuii

Cragua T N M WHAEKC
Cragmsa A T1, T2 NO MO Huskun
Craama IB T3 NO MO Huskuin
Cragmsa ll T1, T2 NO MO Bbicokuin

T4 NO MO Huzkuit
Cragusa A T3 NO MO BbICOKMM
Cragma llIB T4 NO MO BbiCOKMM
Cragua IV Jlobaa T N1 MO Jlio6oit

Miobas T Niobasa N M1 Nioboit

T [lpu TMCO memacmassl B pe2uoHapHbIX NUM@POy3nax BCMpeyalomcsa pedko, NO3MOMy CAyYau, Kozda cma-
myc AuMPoy37108 He MOXKemM bbIMb OUEHeH KAUHUYECKU U MOpdoao2uyecKu, paccmampusaom kak NO smecmo Nx
unu pNx.
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Ta6auua 2. Pacnpegenenune no cTagnaM raCTPOMHTECTUHA/bHBIX CTPOMasIbHbIX OMyXonei
BHEXeNy/04HOM /I0Kanu3aLmum

MuTtoTuyeckuii

Cragusa T N M VHAEKC
Cragwma | T1, T2 NO MO Huzkui
Cragma ll T3 NO MO Huzkui
Craawmsa llIA T1 NO MO Bbicokuin

T4 NO MO Huskuin
Craawmsa llIB T2, T3, T4 NO MO Bbicokuin
Cragua IV Tlobas T N1 MO JNo6oit

Niobaa T Miobaa N M1 Joboi

2. AMATHOCTUKA

/lnarHo3 ycTaHaBAMBaeTCA Ha OCHOBAHWUM aHHbIX OCMOTPaA, Pe3y/IbTaTOB MHCTPYMEHTa/IbHbIX
MeToz0B 06CcNef0BaHMA U NAaTOMOPPONOruYecKoro 3akatoyeHus. lepeuyHoe o6cnesoBaHue
ZLO/KHO 6bITb NPOBEAEHO A0 BCeX BUAOB 1e4ebHbIX BO3/eICTBUI 1 BKAIOYaeT B cebs:

cbop aHaMHe3a M 0CMOTP;

06Nt aHaNn3 KPOBU C NOACHETOM SIelKOLMTapHON GOPMYbl M KOIMYeCcTBa TPOM6O-
LLUTOB, YPOBEHb reMor/s061Ha;

6MOXMMUNYECKUI aHaNN3 KPOBU C onpejesieHneM NokasaTenenn pyHKLUN NeveHu,
noyek, yposHs LLL®, kanbLma, rnoKo3sl;

3HAOCKonMYeckoe obcnegoBanune: ITAC; sHgoY3U npu ITAC ABnseTCA NpeAnoYyTH-
Te/IbHbIM, T. K. N03BONAET 06 bEKTUBHEE OLLEHUTb Pa3Mepbl OMYX0/N U ee CTPYKTYPY;
Y3 opraHos 6prowHoin nonoctu n manoro tasa. KT opraHos 6ptowHoi nosoctu
C B/B KOHTPacTUPOBaHMEM ABAAETCA ONTUMa/bHbIM METOAOM KaK MpU NepBUYHBIX
onyxonfx, Tak U Npu MeTacTaTuyeckol 6one3Hu; Y31 opraHoB 6pIOLWHOM MOAOCTH
MeHee MHGOPMaTMBHO No 60/bWKNHCTBY NoKasaTenen (oLeHKa pa3MepoB, NNOTHO-
CTU, KOJINYECTBA 04aroB; BO3MOXHOCTb XpaHeHUA MHPOPMALMM) 1 BbIMONHACTCA
B KayeCTBe MMHMMaNbHOTo o6beMa o6cnegoBaHus;

Mopgosiornyeckoe nccnegosarme buontata ambo yganeHHoW ONyxXoau; B 3aKa04n-
Te/IbHOM FMCTO/IOFMYECKOM 3aK/IOUYEHUN AO/IKHbI 6bITb YKa3zaHbl pasMep onyxo.nu,
N0Kannsauma, MoppoaOrMYecKnil BUA, MUTOTUYECKUIA UHACKC (KOIMYECTBO MUTO30B
B 50 N0AAX 3peHus Npu 60/1bIIOM YBEIMYEHUM), Ha/IMYME pa3pbiBa Kancy/bl ONyXoau
(ecnun TakoBoe Meno mMecTo);

UT'X nccneposanue c onpegenerHmem skcnpeccun CD117 u/unm DOG1T saBnsaeTtcs
Heo6X0AMMbIM NPY NOATBEPXKAECHNM ANarHo3a; Npu oTCyTCTBUM MyTauumn B reHe KIT
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nnn PDGFRA (gukuii Tun) uenecoobpasHo BbinonHeHne N X nccnegosaHus c onpe-
Ae/IeHMeM SKCNPeccum CyKumHaTaernaporeHassi B (SDHB), oTcyTcTeMe akcnpeccum
CBMAETENbCTBYET O HapyWeHUN GYHKL NN reHa;

MONEeKYNAPHO-TeHeTMYeCKNN aHann3 MoxeT noMoYb B ciyvae CD117 n DOG1 Hera-
TUBHbIX Onyxonen (80 3-5% Bcex OnNyxosiei); NpU N0KaAN3aLMM ONYXO/N B KENYAKe
3HAOCKOMMYeCcKan npejonepaunoHHas buoncmua npeagnodYTUTeIbHee YpeCKOXKHOMN;
NPpU HEBO3MOXHOCTU BepUdMKaLUM ArarHo3a n y6eanTeNbHbIX KANHUYECKUX U SH/0-
CKOMMYeCKUX MpU3HaKax 0KannsosaHHbix popm T'MCO npeagonepaymoHHon Mopdo-
NOTNYeCcKON ANarHoCTUKOWM MOXHO NpeHebpeyb, eCNN He NNaHMpyeTCA npejonepa-
LMOHHaA Tepanus UMaTUHUGEOM;

Y3/ Manoro Tasa npu 10KaaM3aLum onyxoau B ManoM Tasy (0nyXosim NpAMOW KULIKK);
MPT opraHoB Masioro Tasa c B/B KOHTpPacTUpPOBaHMEM AB/AETCA ONTUManbHbIM U 6onee
TOYHBIM METO/ZOM ANArHOCTUKMY;

M3T BLINONHAGTCA ANA OLEHKM MeTab0NnYeCcKoro 3¢ peKTa 1eHeHNn, a TaKKe MoXeT
NPUMEHATHLCA NPU COMHUTENbHbIX pe3yabTaTax KT,

onpegeneHue myTtauuii B reHax KIT (3k30Hb1 9, 11,13 1 17), PDGFRA (3k30HbI 12, 14,18,
D842V) nan KoHCTaTaluMa UX OTCYTCTBUA B yKasaHHbIX reHax (AUKuii Tun). MaTorexes
pasBMTMA CTPOMa/bHLIX OMYyX0el XenyAKa B cocTase Tpuagbl KapHesa n cuHapoma
KapHea—CrpaTakuca cBAsaH c gednuntom pepMeHTa CyKUMHATAETNAPOreHasbl.
Tepanua y Takux 601bHbIX Mano3¢ppeKTUBHA. ¥ 601bHBIX C AUKUM TUMOM MOTYT
BbIABNATLCA MyTauun B reHax SDH, KRAS, BRAF, NRAS.

B CNOXHbIX CAyyanx (TPYAHOCTM B yCTaHOBKE MOP(ONOrUYECKOrO M MOJIEKYSPHO-

reHeTU4eCKoro gmarHosa, 60/1bHbIE C TPMaAOVI KapHeﬂ, CUHAPOMOM KapHeﬂ—CTpaTakmca

VAN C AUKUM TUMOM) YTOYHAIOWYI ANArHOCTUKY U Jie4eHue Lenecoo6pasHo NPOBOAUTL

B CNeunann3npoBaHHbIX OHKO/IOTUYECKUX YUYpex aeHNAX.
[JleneHne TMCO Ha NpOrHOCTUYECKNE FPynMbl B 3aBUCUMOCTM OT pa3Mepa, IoKaansauuu,
MUTOTUYECKOrO MHAEeKca U ¢paKTa pa3pbiBa Kancyabl NpeacTaBaeHo B Taba. 3.

Ta6auuya 3. Puck nporpeccupoBaHmns 60/1€3HM NOC/e XMPYPrMYecKoro e4eHus y nayMeHToB
¢ pesekTabenbHbiMu TMCO (Miettinen u Lasota, 2006), AFIP

MapameTpbl onyxonn Puck nporpeccupoBaHus 601e3Hu
MuToTtuyeckuii
MHAEKC
(konuuectso Onyxonun Ony-
Pasmep MWUTO30B Onyxonn Onyxonmn 12-nepcTHoi XO/IN NPAMOiA
pynna onyxonu 850 M3") wenyaka TOHKOM KULIKU  KULUIKU KULLKKN
1 <2cM <5 0%, HeT pucka 0%, HeT pucka 0%, HeT pucka 0%, HeT pucka
2 >2<5 <5 1,9%, o4eHb 4,3%, HU3KUIN 8,3%, HU3KKI 8,5%, HU3KUI
HU3KNIA pUCK pUcK puck puck
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MNapameTpbl onyxonn Puck nporpeccupoBaHus 6one3Hn
MuTtoTunyeckuii
MHAEKC
(konnuecteo Onyxonu Ony-
Pasmep MUTO30B Onyxonn Onyxonmn 12-nepcTHoii XONU NpAMOiA
pynna onyxonu 850 N37) wenyaka TOHKOW KUK KULUKK KULUKK
3a >5<10 <5 3,6%, HU3KKIA 24%, npoMexy- 34%, BbICOKUI 57 %, BbICOKUN
pucK TOYHbIN PUCK pucK puck
3b >10 cm <5 12%, npoMexy- 52%, BbICOKMIA
TOYHbIN PUCK puck
4 <2M >5 0%, HeT pucka  50%, BbICOKWMIA Puck Heuns- 54%, BbICOKUIA
puck BeCTeH? puck
5 >2<5 >5 16%, npoMexy- 73 %, BbICOKMI 50%, BblcOKUIA ~ 52%, BbICOKMI
TOYHbIN PUCK puck pucK puck
6a >5<10 >5 55%, BbICOKUI  85%, BbICOKMIA 86%, BbICOKUIA  71%, BbICOKUN
pucK puck pucK puck
6b >10 cm >5 86%, BbICOKMIA  90%, BbICOKUIA
puycK puck
" [lone 3peHus.

2 Puck HeuzBecmeH, maK Kak nayueHmsi ¢ TMICO 12-munepcmHol KUWKU He 6biAU BKAKYEHbI B UCCAO0BAHUE.

Tem He MeEHee 0NnyX0u MOHKOU KUWKU XapaKmepu3yromcs He6.1a20NnpusimHbIM NPO2HO30M.

MyTaumoHHBIN cTaTyc Takke 061a4aeT NPOrHOCTUYECKUM 3HaYeHUEM: NaLMeHTbl C TOYeY-
HbIMM MyTaLUAMK, AynanKaunamm B 11 sk3oHe reHa KIT urene PDGFRA (kpome D842V) nyywe
0TBeYaloT Ha neyeHne n 061a4al0T 61aroNpUATHLIM NPOrHO30M.

3. IEMEHUE

OCHOBHbIM METO/IOM /Ie4eHMA NOKaNN30BaHHbIX U MeCTHOpPacnpocTpaHeHHbIXx dopm TMCO
ABNIAGTCA XUPYPruyeckoe neyeHue, a npu peynanee nan MetacTatmyeckon 6onesHn — tap-
reTHasa Tepanua UMaTUHUO6OM.

3.1. lokannsoBaHHbIe $OpMbI

3.1.1. Bo3MOXHO gnHaMUyecKoe HabaAeHe NPU ONYXONAX XeayfKa pasMepaMu <2 cM npu
YCNOBUM afleKBaTHOW BM3yanusauuu npu 3HA0CKOMUYECKOM UCCNeA0BAHUN U OTCYTCTBUM
3H/,0CKOMMYECKNX KPUTEPUEB BbICOKOrO pUCKa MeTacTasnmpoBaHua. Npu AMHaMmyeckoM Habto-
A@HUM B OTCYTCTBME POCTa BO3MOXHO Ja/ibHellee HabloAeHNe, NepBblil KOHTPO/Ib — Yepes
3 MecAUa, NPY OTCYTCTBUN YBENYEHUA — CIeYIOLLNIA KOHTPO/Ib BO3MOXHO BbINO/IHUTb Yepes
6 MecAueB, aanee — 1 pa3 B rog. [pu BbIABAEHUM yBeIMYEHNA ONYXOAW B pa3Mepax B npoliecce
ANHaMU4eCKoro Ha6merva MOKa3aHO XMpypruyeckoe nevyeHue. B cny4ae BblABNEHUNA SHAO-
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CKOMUYECKUX KPUTEPMEB BbICOKOTO PUCKa, OnpeAenseMblx npu BbinonHenun STAC ¢ sHgo Y3U
(HepoBHble rpaHuLibl, KUCTO3HbIE MONOCTY, U3bA3B/EHUE, 3XOTEHHbIE MONOCTH, FETEPOreHHOCTh
CTPYKTYPpbI), NPy pasMepax onyxou XenyaKa < 2 CM, PeKOMeHA0BaHO XMPYPr1YecKoe eyeHue.

Mpu nokanusauum onyxonm B 12-nepcTHOM, TOHKONR, TONCTOM MW NPAMON KuLKe nto6oro
pa3Mepa CTaHAapTHbLIM MOAXOAOM ABASAETCA XMPYPruyecKoe sedeHne (BO3MOXKHO NpUMeHe-
HUE J1anapoCKOMMYeCKOro AOCTYMa), MOCKO/IbKY PUCK MPOrpeccUpOBaHMUA Y STUX MaLMeHTOB
3Ha4YUTe/IbHO BblllE, YeM MPU OMYXONAX XeNysKa.

3.1.2. lpu pa3mepax onyxonmn > 2 CM NOKa3aHO onepaTuBHoe nedeHne. [lonycTMMO BbiNOAHeHNE
3KOHOMHbIX pe3eKLuii C OTCTYM/IeHNeM OT Kpas onyxo/u Ha 1-2 cM. /lIumdaeHIKTOMUA peKo-
MeHZyeTCA Npu onyxonax ¢ AepuunTomM pepMeHTa CyKLMHATAETMAPOreHasbl, B APYruX Cay-
yasx — He LenecoobpasHa. /lanapockonmyeckue onepaLmm MOryT BbINONHATLCA NPU HeGOAbILINX
pa3Mepax onyxoan B BbICOKOCNEUNaNN3UPOBAHHbLIX YyYpexAeHNAX Nnpyn MUHUMa/IbHOM pUCKe
MHTPaonepaLVOoHHOro pa3pbiBa Kancysbl. lpodunakTnyeckas peseKkuma 60/bIION0 canbHMKa Kak
OCHOBHOW /10Ka/IM3aL1mn NepMTOHea IbHbIX MeTacTa3oB OMnpasjaHa, OAHaKO PaHAOMU3MPOBaHHbIX
MCCNes0BaHNM, NOCBALLEHHBIX OLleHKe 3P GeKTUBHOCTM NPOPUNAKTUYECKO OMEHTIKTOMUM, He
NPOBOANNOCH. DHAOCKONMYECKMe OnepaLm NpU N0KaNN3aLnUm B KeNyjKe He LenecoobpasHbl
B CBA3M C COMHUTE/IbHOW BO3MOXHOCTBIO PaAVKa/NbHOIrO MCCEYEHUA KHOXKMU» onyxonn. Mpu
R2 pesekuumn cnepyeT paccMOTpeTb BONPOC O BbINONHEHUW NOBTOPHON onepauuu. Mpu R1
pe3eKLMMN N HU3KOM PUCKe peuungmnBa A4ONYCTUMO AUHaMUYecKoe HabatogeHne Nnbo BbinoA-
HeHWe NOBTOPHOW onepauuun. B cnyyae R1-pesekuyun pelneHmne o BbiNO/IHEHME pe-pe3eKLun
nepe/ npose/jeHneM a/lbloBaHTHOM Tepanun y 60/1bHbIX MPOMEXYTOYHOr0/BbICOKOrO pUCKa
NPpUHUMAETCA MyNbTUANCLUMNAVHAPHOW KOMaHAON C y4eTOM N0Kaan3auun onyxosu, NaaxHu-
pyemoro o6beMa onepaunm U pUCKOB CBA3aHHbIX C ee BbINONHEHNEM.

3.1.3. lpun nokanusaumMm onyxonun B NUILEBOAE, KapANANbHOM OTAee Xenyaka, 12-nepcTHoM
1 NPAMON KMLLKe NOKa3aHa npejonepaunoHHas Tepanua C Lie/iblo yMeHbLIeHNA ee pa3MepoB
1 nocnegytouiei NonblTKN BbIMO/IHEHWA OPraHOCOXPaHALLe onepaLuu.

3.1.4. Tpy COMHUTE/IbHOI pe3ekTabeNbHOCTM OMYXONM PEKOMEH/yeTCsl HeoaAbloBaHTHaA Tepanus
MMaTUHNGOM B TeyeHne 6-12 MecsaLeB. Mepes ee HasHauyeHMeM LieN1eco06pa3HO BbINONHEHNe
MONeKY/IAPHO-FeHeTNYECKOro aHann3a C Liesibio CKAoYeHnsa mytaumumn D842V. Onyxonun
C YKa3aHHOW MyTaL el pe3sucTeHTHbl K Tepanuu UMaTUHUGOM.

3.1.5. Mocne pagukanbHO onepauun:

*  MPM HU3KOM pUCKe MPOrpeccrpoBaHmNA NOKa3aHO AMHaMUYeCcKoe HaboaeHne;

*  MPUMPOMEXYTOYHOM M BLICOKOM PUCKe MPOrpeccMpoBaHmnA MoKkasaHa agbloBaHTHasA
Tepanua MMaTUHMGOM B TedeHue 3 neT. Mpu xopolleil NepeHoCMMOCTM MMaTUHMGa
Yy NauMeHTOB BbICOKOIO PYCKa PEKOMEHAYeTCA pacCMOTPeTb BOSMOXHOCTb Npoasie-
HUA afblOBAHTHON Tepanuu 4o 6 seT, 4TO NO3BONAET YBeINYNTL 6e3peLnanBHYIO
BbIXKMBAeMOCTb, O/JHAaKO CleAyeT OTMeTUTb, YTO AaHHble MO obLlieli BbXKMBAEMOCTH
B HacToswWee BpeMa HenoaHble (uccnegosanune IMAGIST, ESMO 2024).
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Mpu HasHaYeHUM aBIOBAHTHOM TepanumM NN Ie4eHUN HeonepabenbHbIX U MeTacTaTUYeCcKnX
onyxoneii LLesecoobpasHo NPOBOANTL MONEKYNAPHO-FeHeTUYeCKOe CCNeloBaHmne AR NCKI0-
yeHna TMCO, pe3nCTeHTHbIX K TapreTHoi Tepanuu (MyTaumsa D842V B reHe TpoM60OLUTAPHOIO
¢dakTOopa pocTa, BCTpevatowancs MeHee YeM B 5%cydaes). [1pu noTepe akcnpeccun SDHB
B onyxoau npu UFX nccnepgoBaHun agbloBaHTHaA Tepanva UMaTMHMGOM HelenecoobpasHa.

Mpu peunanse 60n1e3HM NocNe a4 bIOBAHTHON Tepanuun NokasaHo BO306HOBAEHME NpuemMa
MMaTMHM6a. ANropuTM NeveHns nokanmsosaHHbix TMCO npeacTaBneH Ha puc. 1.

3.2. HepesekTabenbHble onyxonu, peuuauBbl, MeTacTasbl

3.2.1. | "nHna Tepanun

+ Tpun Hepe3eKTabenbHbIX ONYXONAX, PeLUANBE AN MeTacTa3ax OCHOBHOW MeTo/
NeyeHUA — TapreTHas Tepanua uMaTuHu6om 400 Mr/cyT. 40 NporpeccMpoBaHua
U/IN HenpueM/IeMO TOKCMYHOCTMW.

«  MpumyTauuu B 9-M 3k30He reHa KIT pekoMeHgoBaH uMaTuHm6 800 Mr/cyT. (cTaTu-
CTMYeCKM 3Ha4YMMO yBeIninBaeT BpeMa A0 NporpeccrupoBaHnsa 6e3 cyleCTBeHHOro
yAyuleHus obLieit BbIKMBAEMOCTM NO CPaBHEHMIO C 40301 UMAaTUHNGa 400 Mr/cyT.).

+  Tpu gukom Tune NTMCO c gedpuuntom SDH (B ToM yncae npu T’MCO B cocTase Tpuagbl
KapHes u cuHgpoma KapHesa-CrpaTtakuca) npuém umatnHnba He peKoMeHayeTCs;
B | NMHMM peKOMeHyeTCA NpueM CyHMTUHNGa 50 Mr/cyT. B TedeHune 4 Hea., 2 Hep. —
nepepbiB (N1M60 37,5 Mr/cyT. exegHeBHO) unn peropadeHnba 160 Mr/cyT. B Teve-
Hue 3 Hea., 1Heaena — nepepsis.

+  TpumyTtauymnreHa D842V B 18 3k30He reHa PDGFRA B | niHUM Ne4eHNA BO3MOXKHO
npuMeHeHune gasaTuHmnba 140 Mr/cyT. exepHeBHO.

+ Tpu ncxoAHo He pesekTabesbHbIX ONYX0NAX Y 60/bHbIX C 3P PpeKTOM B pe3ynbTaTe
Tepanuu uenecoobpasHa oL,eHKa BOSMOXHOCTW PaZMKasibHOrO XUPYPruyecKoro
NeyeHus yepes 6-12 Mec. nocse Havasna Tepanuu.

+  [puwn3oAnpoBaHHOM NOpaXKeHMM NevyeHn BO3MOXHbI PHA, pesekuyuna nevenu, smbo-
nusauus, nnbo CJ/1T yepes 6-12 Mec. nocsie HaYana Tepanuu.

+  [puMynbTMdOKaNbHOM NPOrpeccMpoBaHnmM XUPYPruyecKoe AeyeHne He yayyliaet
BbIXKMBAEMOCTb MO CPABHEHWIO C 1IEKAPCTBEHHbIM /Ie4eHMEM.

+ TpunokanbHOM nporpeccupoBaHnm (yBennueHune oTAe IbHbIX METacTasoB Npu coxpa-
HAtowWeMCs 3G PeKTe CO CTOPOHbI APYrHX METACTa30B) KOHCUANYMOM MOXKET 6biTb pac-
CMOTPEH BONPOC O XUPYPru4eCcKOM yaneHnmn oTAeNbHbIX 04aroB AN60 NCno/ib30BaHMM
pas/NMyHbIX METOAOB JIOKabHOrO BO3jelcTeus (3M6oausauus, abnaauymsa, CNT).

+  XT,IT,aTakxe gpyrve BUAbl J€KapCTBEHHOrO Jie4eHNA HedIPpPeKTUBHbI.

+ /1T MoXeT 6bITb Ha3HaYeHa NpM MeTacTasax B KOCTAX C Na//IMaTUBHOW Lenblo.

+ TPV XNPYPrUYECKNX OCNOKHEHUSAX Te4eHNUA 60/1e3HM (pa3pbiBe OMYXONU, KNLLIEUHO
HEeMpOXOAUMOCTU, KPOBOTEYEHUM) BbIMOHATCA O6LENPUHATLIE XUPYPrUYecKue
MepOnpUATUA C NPOAO/IXKEHNEM TapreTHOWM Tepanuu.
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Ta6nv||.|,a 4, I'IpenapaTbl n KOMGMHauMM, peKoMeHayeMble ANA NeHeHNA MeTacTaTU4eCKux
FaCTPOUHTECTUHA/IbHbIX CTPOMa/ibHbIX OI'IyXOIleI‘/’I

Mpenapar Ipynna npenapatos Pexxum nevenuns
MMaTuHnG TVPO3VMHKMHA3HbIA MHIM6MTOP MMaTuHNG 400 Mrx 1 pas B CyTKM BHYTPb
PDGFR, c-KIT eXeJHeBHO
MMaTuHn6' 400 Mrx 2 pasa B CyTKW BHYTPb
@Xe/HeBHO
CyHNUTUHNE TWPO3MHKMHA3HbIA MHrM6UTOp VEGFR-1-3, CyHWUTUHMG 50 Mr B CyTKV BHYTPb 4 Hegenw,
PDGFR, c-KIT, FLT-3 2 HeAenn nepepebis
CYHWUTUHMG 37,5 M B CyTKM BHYTPb
@Xe/HeBHO
Peropadenn6 TWPO3MHKMHA3HbIA MHrM6UTOp C-KIT, PeropadeHun6 160 Mr B CyTKM BHYTPb
PDGFR, RET, FGFR1-2, BRAF, VEGFR1-3 3 Heaenw, 2 Heaenu nepepbis
[asaTnuHn6? TWPO3MHKMHA3HbIA MHFME6MTOP Jla3aTHM6 70 Mrx 2 pasa B CyTKU BHYTPb
c-KIT, PDGFR eeZHeBHO
Copadenn6 TWPO3MHKMHA3HbIA MHrM6MTOp VEGFR-1-3, CopadeHun6 400 Mrx 2 pa3a B CYyTKW BHYTPb
c-KIT, PDGFR, RET, FLT-3 eeZHeBHO
Ma3sonaHnb TWPO3MHKMHA3HbIA MHrM6MTOp VEGFR-1-3, MasonaHn6 800 Mr B CyTKM BHYTPb
c-KIT, PDGFR eeZHeBHO
KabosaHTuHIG TVUPO3MHKMHA3HbIA MHrM6MTOP MET, Kabo3aHTuHMG 60 Mr B CyTKM BHYTPb
VEGFR 1-3, ¢-KIT, AXL exeZHeBHO
DHTPEKTUHNO TVPO3MHKMHA3HbIA MHIM6UTOP DHTPeKTUHMG 600 Mrx 1 pa3s B CyTKM BHYTPb
TRKA/B/C, ROS1 exegHeBHO
NlapoTpeKkTHnG  TUPO3MHKMHA3HbIA MHrM6uTOp TRKA/B/C JNapoTpekTHM6 100 Mr X 2 pasa B CyTKU
BHYTPb @Xe/JHeBHO
Jabpadernd TUPO3NHKMHA3HbIE UHIMOBUTOPbI Jlabpacdern6 no 150 Mr 2 pasa B CyTKM
TpamMeTnHnG BRAF/MEK BHYTPb 1 TPaMeTVUHWUE 2 M B CyTKM BHYTPb

exeqHeBHO

T [floza 800 M2 B cymKu npumeHsemcs 8 1 auHUU nedeHus memacmamuyeckux 'MCO npu nokanusayuu Myma-
yuu B 9 3k30He KIT, maK e npu npozpeccupoBaHuu Ha poHe mepanuu uMamuHu60omM 8 0o3e 400 M2 B CymKU B Kaye-
cmse BMopoll NAUHUU NeYeHUS BHE 3aBUCUMOCMU OM muna Mymayud.

2 flasamuHub pekomMeHOyemcA K NpUMEHeHUI0 NpuU AoKanuayuu mymayuii 8 2eHe PDGFRA 8 18 ak3oHe D842V

81 AUHUU eYeHUA.

3.2.2. Il nvHuna Tepanumn

« MpunporpeccupoBaHuu Ha $poHe npueMa nMaTUHMGa B Ao3e 400 Mr/cyT. nokasaHa

3cKanauma fo3bl npenapata 40 800 Mr/cyT., neyeHne — A0 NPOrpecCcMpoBaHUA NN

HenpueM/IeMo TOKCMYHOCTMU.
+ [puHenepeHOCMMOCTM MMaTUHMOA UM NEPBUYHOMN PE3UCTEHTHOCTM NOKa3aHa Tepa-
nna CyHUTUHUG60M 50 Mr/cyT. exxeHeBHO B TeyeHUe 4 HeJeNb, 2 HejeIn NepepbIB,
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anbTepHaTUBHbIN pexxuM npuéma — 37,5 Mr/cyT. exegHeBHO 6e3 nepepbiBa, 1eveHne —
£,0 NpOrpeccnpoBaHnA NNN HeNPUeMAEMO TOKCMYHOCTK. Mpu BbipaxeHHbIX N0604-
HbIX 3pPeKTax 4ONYCTUMO CHMXKEHUE A03bl CYHUTUHUGA A0 37,5 Mr/CyT. exeHeBHO
BTeyeHune 4 Heaenb, 2 Heje NV NepepbiB, CeAYIOWNIA 030BbI ypOBeHb — 25 Mr/cyT.
eXeAHeBHO B TeyeHne 4 Heaenb, 2 Heaenn nepepois. MeanaHa BpeMeHn Ao nporpec-
CMPOBaHMA NPU TaKOM BapuaHTe leyeHuna cocTasaseT 6 mec.

« Tlpu nokanbLHOM nporpeccupoBaHum (yBennyeHWe OTAe/bHbIX METACTAa30B Npu
coxpaHstoweMcs 3pdeKTe CoO CTOPOHBI APYrMX METACTa30B) KOHCUANYMOM MOXET
6bITb PACCMOTPEH BOMPOC O XMPYPIrUYECKOM YAaN€HUN OTAE/bHbIX 04aros nM6o
MCMONb30BaHMU Pa3/IMYHBIX METOAOB /I0KAaNbHOrO Bo3AencTBUsA (3M6oan3ayus,
abnauyma, CAT).

3.2.3. lll AvHuAa Tepanum

+ [lpunporpeccupoBaHuu 601e3Hn Ha GpoHe npueMa MMaTUHUGa U CyHUTUHMGa 6o
UX HEMepeHOCMMOCTU NoKasaHa Tepanus peropadperHn6om 160 mr/cyT. (MK3 11-A1)
eXe/JHeBHO B Te4eHUe 3 HeAenb, NepepbiB — 1 HeAeNA, NeyeHne — 40 NPOrpeccmpo-
BaHWA UMM HENPUEMIEMO TOKCUYHOCTU. MeAnaHa BpeMeHU 40 NpOrpeccMpoBaHus
cocTaBsseT 5 mMec.

« Tlpu noKanbHOM nporpeccupoBaHum (yBenmyeHne oTAebHbIX METACTa30B Npu
coxpaHstoweMca 3pdeKTe Co CTOPOHbI APYrMX METACTa30B) KOHCMIMYMOM MOXET
6bITb PaCCMOTPEH BOMPOC O XUPYPrUYeCKOM yaseHUN OTAEe/IbHbIX 04aros 160
MCMO/b30BaHMM Pa3/INYHBIX METOA0B 1I0KaNbHOTO Bo3gencTaus (3M6oausauus, CAT).

3.2.4. lononHMTeNbHbIE NeKapCTBEHHbIE MpenapaThl 418 Ie4eHUA MeTacTaTUYeckoi
$opmbI TUCO

BO3HUKHOBEHME Pe3UCTEHTHOCTMU K CTaHAAPTHBIM MPOTUBOOMYXO0/1€BbIM /IeKaPCTBEHHbIM
npenapaTtam 06ycnoB/aeHO NOABAEHUEM BTOPUYHBIX MyTaL Ui, B CBOIO O4epe/b YyBCTBUTE/Ib-
HbIX K APYrvM TapreTHbiM npenapaTtaM (copadeHunb, nasonaHun6, 4asaTMHMG M Kabo3aHTUHNUG
(MK3 111-C1)).

PekoMeHayeTCA TecTUpOBaHMe ONYXO0/N ANA BbiABAEHUA TpaHcaoKauuin reHos NTRK.
B cnyyae BbisiBneHnaA TpaHcaokaumit NTRK Heo6xo4MMo paccMOTpeTb BOMPOC O Ha3HaYeHUK
napotpekTuHuba (MK3 [1-A1) 100 Mr x 2 pasa B CyTKU eXXeHeBHO 160 3HTpeKTUHMGa (MK3
11-A1) 600 Mr B CyTKM eXKeHEBHO.

Mpu HespPeKTUBHOCTU/HEMEPEHOCMMOCTMN Tepannun CyHMTuHMb6om/peropapeHnbom
BO3MOXHO pacCMOTPeTb NOBTOPHOE Ha3HayeHMe MMaTuHK6a B Ao3e 400 mMr/cyT.

PeXuMbl nekapcTBeHHOTo NevyeHns MetactaTudeckux F§MCO cymmupoBaHbl B Tabnuue 4.

Mpw BbiABNeHUM MyTaummn V60OOE B reHe BRAF BO3MOXHO HazHaveHne koMbuHaumnm BRAF/MEK
UHrMénuTopos gabpadeHnba c TpaMeTUHNE0OM (HEBO3MOXKHO oLeHUTb MK3 B uccnegoBaHue
BK/OYeH T naunenT).
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Mpu MeTacTasax B KOCTAX peKOMeHAyeTca npuMmeHeHne OMA: 301eApoHOBaAA KUCAOTa 4 M
B/B U geHocymab 120 Mr n/k ognH pas B 28 agHel.

ANroputMm nevyeHus HeonepabenbHbIX M MeTacTaTudeckux popm NMCO npeacTaB/ieH Ha
puc. 2.

4. MIPO®PUNNAKTUKA

CyuyeTtoM pegkoii BcTpedyaeMocTu FTMCO npodpunakTuieckme MeponpuaTusa He NPOBOAATCA.

5. HABJIOAEHUE N OLLEHKA DO ®EKTA

Mocne pagnkanbHbIX onepauuii C Leablo paHHEro BbIAB/EHUA MeTacTa3oB U OLeHKM
3¢ PeKTUBHOCTM Tepanum MeTacTaTuyeckom 601e3HN Heo6xoAMMO BbinoaHeHMe Y3U 6ploluHoM
nonoctu/manoro tasa. OnTuManbHbIM ABAAeTCA ucnonb3zosaHne KT/MPT opraHos 6ptowHom
NONOCTM U MaNoro Tasa c B/B KOHTpacTupoBaHueM. Y3/ MoxeT NPpUMEHATLCA ANA OLEHKM
NOAB/E@HUA HOBLIX 04aroB NPV HEBO3MOXHOCTYM BbiNOAHeHNA KT, HO He AB/IAGTCA Ha@XKHbIM
MeTO/0M MOHUTOPUHIa 3¢ PeKTUBHOCTU Tepanuu MeTacTaTuyeckoi 6onesHu. Mpu KT goskHbl
6bITb OLleHEeHbl He TO/IbKO pa3Mepbl OMYX0/NeBblX 04aroB, HO M UX NIOTHOCTb: popManbHoe yBe-
NnYeHne pa3MepoB ONyX0onu 6e3 oL eHKN NJI0THOCTYM He BCerja 03HavyaeT NporpeccMpoBaHue.

T'MCO kpaitHe peagKo MeTacTasnpyloT B 1erkue, noatomy KT rpyaHOI KAeTKK HelLenieco-
o6pasHa, 0630pHas R-rpadusa B npAMoii U 60KOBOI NPOEKLMAX ABNACTCA OCTATOYHBIM METO/OM.

YacTtoTa o6cnegosanus (KT) nocie paguKanbHbix Onepanuii 3aBUCUT OT FPy bl pUCKa:

* NPUHU3KOM puUCKe nporpeccmposaHma —1pas B 6-12 mec. B Te4eHune 5 ner;
* NPV NPOMEXYTOYHOM U BLICOKOM PUCKe NPOrpeccupoBaHna — Kaxjble 6 Mec. Ha
npotaxeHun 5 net, ganee —1pasBsrogj.

M3T BbinonHAeTCA ANA OUEeHKHU MeTabonnyeckon akTUBHOCTU I'IepBVI"IHOﬁ onyxonu naun
MeTacCTa30oB, HO He AB/NAeTCA PYTUHHbBIM METOAOM.

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