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1. KOANPOBAHWME 3/IOKAYECTBEHHbIX
HOBOOBEPA3OBAHWUM NEYEHU MO MKB-10

3/10Ka4ecTBEHHOE HOBOO6PA30BaHME MEYEHMN Y BHY TPUMIEYEHOYHbIX KETYHbIX MTPOTOKOB
(C22) kogupytotcs no MKB-10 cheaytowmnm o6pasom:

C22.0 TenmaTouenntoNApHbIA pak

C22.1 XonaHrmokapuMHOMa BHYTpuUMne4YeHo4Han

C22.2 TenaTo6nacToma

C22.3 AHrvnocapkoma neveHu

C22.4 [lpyrve capKoMbl nevyeHu

C22.7 [lpyrue yTOYHEHHble paKu nevyeHun

C22.8 3n0Ka4yeCcTBeHHOe HOBOO6pa3oBaHMe NevyeHN He yTOYHEHHOoe

C22.9 3n0KayeCTBEHHOE HOBOOGpPa3oBaHMe MeYeHN He YTOYHEHHOE, MepBUYHOe
WAN BTOPUYHOE

310KaYyeCcTBEHHble MepBUYHbIE ONYXONM NeYeHn, Hanbonee pacnpoCTPaHEHHbIMU 3 KOTO-
pbIX ABAAETCA NepBUYHbLIN pak nedveru (MPM), npeacTaBasoT co6oit pasHOPOAHYIO rpynny
3aboneBaHNiA, pa3BMBalOWMXCA U3 KOMMOHEHTOB NapeHXUMbl NeveHn. [enaTouenNtoNAPHbINA
pak (TLP) —Haubonee pacnpocTpaHéHHan (0kos10 85% cnyyaes) 3/10Ka4eCTBEHHARA OMYXO0b
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neyeHu, pasBuBalOLWaACA U3 renatounTos. Ee BapmaHToM aBnaeTca pubponamennapHas
kapyuHoma (®JIK) nevern uan GpubpoaaMennapHblii paK, KOTOPbINA, HECMOTPSA Ha MHYIO MOle-
KYNAPHO-TeHeTUYECKYI0 XapaKTepUCTUKY, Knaccupuumpyetca kak BapuaHT ['LP. CywectseHHo
pexe (A0 15%) BCTpeyatoTca BHY TPUNEYEHOUYHbIE XONaHTMOKAPLMHOMbI, OMYXOAM 13 3NUTENNSA
BHYTPUMEYEHOUYHbIX XE/I4YHbIX TPOTOKOB (ME/IKOMPOTOKOBAA 1 KPYMHOMPOTOKOBAS), @ TAKKE
KOMBMHUpOBaHHasA renaToxoaaHrnokapumnHoma (kI XK). KpaiiHe pe Ko BCTpeYaloTCs onyxo/m
Me3eHXMMaIbHOrO MPOUNCXOXKACHNA — CaPKOMbI U X KAUHMYECKN 6onee 61aronpuATHLIN
BapMaHT — reMaHrmo3H40Te/INOMbI.

MPM yacTo MaHUPpecTUpyeT MyNbTUOKANLHLIM MOPAXKEHNEM NeYeHU, BO3MOXHbI KOM-
6VHaLMKN pa3NNYHbLIX ero BapmaHToB. OnuncaHbl CayYyan CUHXPOHHOMO U MeTaxpoHHoro MLP
M BHYTPUMEYEHOYHO! XONaHTMOKaPLMHOMbI.

PasHoo6pa3ne MOpOOrnyecKnX BapMaHTOB, BANAIOWMX Ha BBIGOP BapuaHTa iedeHus,
npegonpeaennet 60/blWOE 3HAYEHNE NPaBU/ILHOrO NAaTOMOPPONOTNYECKOTrO AMarHosa.
Hanpumep, kI'XK 1 MenkonpoTokosas BHYTpMNe4YeHOYHan X0NaHr MOKapLMHOMA KAUHUYe-
CKM 0YeHb CXOXW, OHAKO UX MONEKYNAPHO-TeHeTNYeCKNe XapaKTepUCTUKN pasnmnyatoTca
Mex Ay coboi n pacxogaTca ¢ TakoBbiMM AnA TLP. B 3TUX KAMHNYeCKUX peKoMeHAaunax
ByAeT npeAcTaBneHa MeX/AYHapOHanA rMCTONOrMYecKan Knaccudukauma onyxonen neveHn
1 KeN4eBbIBOAAWMX NyTei (Mpua. 1), B TOM Yncie 406POKAUECTBEHHBIX U MPEAONYXOAEBbIX
COCTOAHMI C YTOYHEHMAMM U PEKOMEHAALMAMK N0 NaTOMOP(ONOrNYECKOMY M MONEKYNAPHO-
reHeTU4YeCKoMy uccaegosanunam (npua. 2).

Ana TLUP 1 BHYTpPUNe4YeHOYHOW XONAHTMOKaPLUHOMbI OCHOBHbIMU paKTopaMu pucKa
AB/NIAIOTCA BOCMaNNTENbHbIE NPOLECChl — FenaTUTbl U XONAHTUThI Pa3INYHOM 3TUOAOT K.
MpubansutenbHo B 10% cnyvaes Kak gna LP, Tak 1 Ans 60AbWIMHCTBA PeAKUX 3/10Kaye-
CTBEHHbIX 3a601eBaHMi nedeHn (OJIK, 3NUTeMOUAHON FreMaHTMO3HAOTENNOMbI, CapKoM,
HENPO3HAOKPUHHBIX OMYXO0/IeMN) KAKUX-TMB0 3HAYMMBIX NpeApacnonarawmnx GakTopos pucka
pPa3sBUTMA OMYXO/N He BbIABNEHO. 3HAYNMMOCTb GOHOBOW NEYEHOUHOW NAaTONOTNKN ANA Nep-
BMYHbIX OMYX0Nel, pa3BUBaKOLWMXCA B NeYeHW, BO MHOTOM ONpe/enaeTca «KOHKYpeHunen»
OMyX0NeBOro 1 HeOMyx0NeBoro 3aboneBaHnii NeyeHn 3a YHKLUMOHaAAbHbIE Pe3epBbl 3TOMO
opraHa, Npu 3Ha4nNTe/IbHOM BHYTPMOPraHHOM PacnpoCTpaHeHUN U/ 3aMelleHNm ONyX0/bio
NeYeHOYHOWM NapeHXMMbl, KPUTMYECKN BANAIOLLEM HA BO3MOXHOCTb MPOTMBOOMYXO/1€BOTMO
NleYeHNA B LIe/IOM 1 IeKapCTBEHHOW Tepanuu B 4acTHOCTU. Hanbosbluee KAMHNYeCKoe 3HaveHne
3Ta KOHKYpeHUuA npuobpetaeT NpM pa3BUTUM ONYX0/M Ha pOHE LIMPpPO3a NeYeHun, 3a4acTyto
onpeAenAloLero NporHo3 XM3HM OHKOI0rNYeCcKoro 60/bHOrO.

2. KIACCUODUKALMNUUN N ONPEAENEHUE CTAANNTLP

2.1. O6wme NpMHLUMNBbI CTagMpoBaHUA U knaccupukaumm NP

Ana ctagnposanna FLUP npumenatoTca 8-a pegakuna knaccudukaymm TNM AJCC/UICC
(npua. 3), KOTOpan MMeeT MPAKTUYECKOE 3HAYEHMeE A/ OnepabesibHbIX C/ly4aeB 3a601eBaHNs,
n bapcenoHckas cuctema cTagnpoBarus paka nedenu (BCLC) (npua. 4).

BCLC — Hanbonee yacTto ucnonblyemas u pacnpocTpaHeHHas knaccuukauymsa rlp
Y4YuTbIBaeT paCNpOCTPaHEHHOCTb OMYX0/1eBOro npotecca, yHKLMOHabHOE COCTOAHMUA
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nevyeHun, 06 bEKTUBHOE COCTOAHUA 6ONBHOTO U NpegnonaraemMyto 3PPeKTUBHOCTb SeHeHUA.
BbigensioT 5 cTaguit 6one3Hmn: oT cTagnm O —oyeHb paHHel U A — paHHeW go ctagum D —
TepMuHanbHoi. Ctagusa BCLC, paBHO Kak MporHo3 3abosieBaHMA U TaKTUKA IeHEHUA, MOXeT
MeHATbLCA NpU NporpeccupoBaHmm 3aboseBaHnsa AM6o npu apPpeKkTnBHOM edernnmn. Cnegyet
OTMEeTUTb MPOrHOCTUYECKYI 3HAYUMOCTb KAaccupukaumm ans NP 6e30THOCMTeIbHO Haau-
4nA/oTCYTCTBUA LMPPO3a NEYEHU, @ TEPMUH «COXPaHHaA GYHKLMA NeveHn» 0b60o3HavaeT cTe-
neHb HapyLlweHna GYHKLMI MevyeHn B npeAenax oueHku no knaccudukaymm Child-Pugh Score
(CPS) A-B<8 6an108. BaxHasa 0CO6€HHOCTb 3TOM KNAacCUdUKALMM B TOM, HTO B HEN NPEANOKEH
aNropuUTM fle4eHUs B 3aBUCUMOCTU OT cTaaum 3aboneBaHna. C y4eTOM BbICOKOM MPOrHOCTU-
Yeckol 3HauMMocTu knaccudumrkaymm BCLC HacToATeIbHO peKOMeHAYeTCA ee UCMNOo/b30BaHMe
KaK NMpu N0KaNN30BaHHOM, TaK U MPpU pacnpocTpaHeHHOM OMyX0/1eBOM npotlecce.

+ OueHb paHHaa cTaana (BCLC 0) — connTapHas onyxoib MeHee 2 CM B AuameTpe.

+ PaHHAA cTagua (BCLC A) —3To conmnTapHas onyxo/b neveHun Nlo60ro pasmepa uam He 60-
nee 3 y3/10B MaKCMMa/ibHbIM Pa3MepOM 0 3 CM, He PaCnpoCTPaHALWAaACA Ha MarucTpasbHble
CoCyAbl NeYeHun, coceHMe aHaTOMUYeCKMe CTPYKTYPhl y 6oabHOro 6e3 onyxosnecneuym-
dryecKknx xanob, B y40BN1eTBOPUTENbHOM 06BEKTUBHOM cocTosHUM (ECOG 0 6annos)
M NPU COXPaHHOM QYHKLUN MeYeHN.

+  MpomexyToyHas ctagua (BCLC B) — 370 cAy4au M30/1MPOBAHHOIO 6€CCUMNTOMHOIO
MHOXeCTBEHHOr0 OMyX0/1eBOr0 NOpPaXKeHNsA neyeHn 6e3 MaKpoCOCYANCTON MHBA3NMK,
y 60/bHbIX B yj0oBAeTBOPpUTEeNbHOM cocTosHUM (ECOG O 6ann0B) 1 Npu COXpaHHOM
GYHKUMM NeveHn. B nocnesHeit pegakumu sTol knaccudurauyum (2021r.) asTopsl npeg-
NOXWUAW pasAennTb 3Ty FPynny Ha TPU MOATPYNMbl B COOTBETCTBUM C BO3POCWIMMU BO3-
MOXHOCTAMMU NPOTUBOOMYXONEBOrO SIeHeHNA, BAAIOWLUMU Ha 061 Y10 BEKMBAEMOCTb.
BbigeneHa noarpynna C OrpaHMYeHHbIM BHYTPUMEYEHOYHBIM NOPaXeHNeM, uMerolan
NepCreKTUBLI PAJUKANLHOMO IeYeHUs (B NEPBYIO O4epesb — TPAHCMNAHTALUM NeYeHN)
NpY yMeHblueHWn cTagum 4o BCLC A 1 cOOTBETCTBUM NPUHATLIM KPUTEPUAM (BK/IOYASA
paclwmpeHHble) TPaHCMAAHTAL UK B pe3ynbTaTe 3GGeKTUBHBIX XUMMO3MB0aM3aLUm/ cucTem-
Horo neveHuna. OTAaeNbHO OxapakTepu3oBaHa NoArpynna ¢ AndA y3HbIM U/Manm MHOro-
04aroBbiM 61M106apHbBIM MOPaXKeHNeM Kak bosiee noaxoAnLLan ANA CUCTEMHOW Tepanuu.

+  PacnpocTpaHeHHas ctaaua (BCLC C) — cumnToMmHbin TLP, yxyawaowmii o6 bekTusHoe
coctoaHue (ECOG 1-2 6anna) c onyxosbto N060ro pasMepa B codeTaHUn v 6e3 uHea-
3UM MarnucTpasibHbIX NEYEHOYHbIX COCY/0B U/NAN BHENEYEHOYHbIM pacnpocTpaHeHnem
M NPU COXPaHHOM GYHKLMM NeveHu.

+  TepMwuHanbHas cTaaus (BCLC D) — cayyau 3a60/eBaHnNsA C HEYAOBNETBOPUTE/IbHBIM
06BEKTUBHbBIM COCTOSHMEM (OMyX0/b/LMPPO3), AEKOMNEHCMPOBAHHOW GYHKLMEN ne-
yeHw (CPS B/C=8 6ann0B). IHOTAa NpU BbIABAEHWM Manoit onyxoau (conntapHan<5cum
nan He 6onee 3 onyxosei C pasMepoM HanboNbLWeER<3 CM, T. H. «MUJAHCKUE KPUTEPUU»)
Bo3MOXHa OTTI.
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2.2. Ipynnbi BbicOKOro pucka pa3sutus F'Up
M 0CO6eHHOCTU ANArHOCTUKM

Mockonbky ILP, kKak npaBunno, passmeaeTca Ha pOoHe XpPOHMYECKOTro 3ab60neBaHNA NeveHn
(LMppPO3, BUPYCHBIN renaTuT, CTeaTorenaTuT), KOTOPOE, KAaK U OMYXO/IEBbIA MPOLECC, MOXKET
NpOABAATLCA CNELUPUYECKMMMN CUMNTOMAMU, HYXKAATbCA B CNeundnyecKon Tepannm, KoH-
KYPEHTHO BAMATbL Ha Ka4eCTBO XM3HM U yXYyALWAaTb BbDKMBAEMOCTb, UMEHHO B 3TOW rpynne
pviCKa pa3BUTUA paKa HYXHO B NepByto o4epesb 3anof03puTh [P npu noasaeHun npusHakos
OMYXONEeBOro NopaXeHNa NevyeHu.

B rpynny Bbicokoro (>1,5% 3a rog HabatozeHunn) pucka passutua FLP BxoaaT 60abHbIe
LMPPO30OM NeyeHun 11060 3TMONOTUM, HOCUTEM BUPYCa renaTuTa B, iMLa c ceMeliHbIM aHa-
MHe30M I'LIP (4715 a31MaToB — MyKUMHbl cTapiue 40 JIeT U KEHWUHbI cTapwe 50 NeT); ANA HUX
Heob6xoaMMo perynsapHoe (Kaxable 6 Mec.) Y3M neyeHn n 0o4HOBpEMeHHOE OnpejesieHune
ypoBHa ADI nnasmsbl. [0 gaHHLIM pasHbIX UccaegoBaHnii, ypoeHb AP cynTaeTca nosu-
TUBHbLIM NMpU 3Ha4eHMn>100 Hr/MA MV NpK yBeNMYeHUN Ha 7 HI/MA/Mec. No pesynbTaTaMm
TPexXKpaTHOro eXeMeCA4YHOro U3MepeHua.

Mpu nosbiweHHoM yposHe ADM>20 Hr/MAy NaumeHTa U3 rpynnbl BLICOKOTO PUCKa pa3sutua
TLIP 4o/ KHBI 6bITb BEINONHEHbI My/bTUda3HaA KoHTpacTHaa KT n koHTpacTHaa MPT neyenun
1 GPIOLWHON MOAOCTM He3aBUCUMO OT pe3y/bTaToB Y3W neyeHn. CnesgyeT NOMHUTB, YTO TO/IBKO
npu6an3nTensHo B 20% cayvasx ypoBeHb MapKepa 3HauuTenbHo nosbiweH (6onee yem 400
Hr/MA), @ NOYTU B MONOBUHE C/Iy4aeB KOHLEHTPaL s MapKepa He npesbiwaeT 20 HF/MA. YpoBeHb
A®I1 MOXeT NoBbIlWATLCA NPU XPOHMYECKNX 3a601€BaHNAX NeYeHU, HanpuMep, Mpu OCTPbIX
1 XPOHUYECKUX BUPYCHBIX FenaTuTax, npu Apyrux OHKONOrMYeCKUX 3aboneBaHusx (renatona-
HbI PaK esy/Ka, repMUHOTEHHbIE OMYXON U T.4.), Npy GepemeHHOCTU. [1pU BbIABAEHHOM
04aroBOW NaTONOr MM NeYEHN HOPMaIbHbIN AN CAETKa NOBbIWEHHbIN ypoBeHb ADI He BanAeT
Ha faNbHeNWNIN AMAarHOCTUYECKUN MOUCK.

B oTcyTcTBMeE onyxoneBbix 06pa3oBaHMii B MeYeHM Y NaLuMeHTa U3 rpynmnbl BbICOKOTO
pUCKa peKOoMeHAyeTcs NOBTOpHOe 06CeJ0BaHMeE He pexe 0A4HOro pasa B 6 Mec. (Y3U+ADIT,
NPV BbIABJEHHBIX NAaTO/IOrMYECKUX M3MEHEHUAX — KOHTpacTHoe KT/MPT uccnegosatue).

Anroputm obcnesoBaHMA 3aBUCUT OT pa3MepoB 06pa3oBaHNA B NeYeH, Haamuna/oTcyT-
cTeuA uMppo3a (npua. 5, puc. 2). MocKoAbKy pUck pas3sutus FLP Koppeanpyet c AMTENbHO-
CTbO CYL,ECTBOBAHNA U BbIPaXEHHOCTbIO LLMPpO3a NeYeHun, Npu ANNTeNIbHOM HabntogeHn
3a nayMeHTaMm 13 rpynmnbl pUCcKa Npu LMppO3e NeyeHr C Npu3HakaMy NopTaibHON runepTeH3nm
cneayet otaasath npeanoyteHne KT u MPT c B/B KOHTpacTMpoBaHueM.

2.3. OcobeHHOCTU gnarHocTuyeckoro aaroputma npwm MPMN

2.3.1. O6wme NpUHLMNBI AUATHOCTUKM

O6cnesoBaHMe HanpaBaeHO Ha YTOYHEHME TMCTONOMMYEeCKOr0 BapuaHTa v pacnpoCTpaHeH-
HOCTM OMYX0/1€BOrO MPOLLECCa, BbIPaXKEHHOCTU GOHOBON NAaTONOT UM MEYEHMN U ee OC/IOKHEHN,
06beMa 1 BO3MOXKHOCTM NPOBeIeHNA ONTUMa/IbHOIO NPOTUBOOMNYXO/IEBOMO IRYEHNA C y4eTOM
06BEKTUBHOIO COCTOAHMA NaLMEHTa 1 CONYTCTBYoWe natonorun. Mpu Hannunm abContoTHbIX
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NpOTUBOMOKa3aHWI K MPOTUBOOMYXONEBOMY le4eHnto 06beM 06cie0BaHNA onpeaenseTca
LUensaMn cCMMNToMaTU4eCcKon Tepanuu. MoCKoNbKY BUPYCHbIe FrenaTuThbl U LLUPPO3 NeYeHu
OTHOCATCA K GaKkTopaM pucka pas3sutua v MLUP, n BHyTpMNe4YeHOYHOW XONaHr MOKapLMHOMSI,
BbifiBNE€HHble 06pa3oBaHua cneayeT anddpepeHLMpOBaTb MEXAY NeYEHOYHO-KAETOYHbIM
paKoM, xonaHrnokapuunHomoi, kI XK, a Tak)ke BTOPUYHBIM MOpaXKeHNeM neveHu.

JvarHocTuka paHHero N'LUP n ceoeBpeMeHHO Ha4aToe Iie4eHNe UMEeIOT pellatoliee 3Ha4YeHue
ANA YAYYWEHNA NPOrHO3a M Ka4eCTBa XMU3HM NaLMEeHTOB, NOBbLIWAA TEM CaMbIM JONTOCPOY-
HY BbDKMBAEMOCTb. Oco6eHHOCTM HAKONNEHUS U BbIMbIBAHUA KOHTpPaCTHOro npenapaTta
13 ONYXO0NeBbIX TKaHe B apTepuabHYy0, BEHO3HYIO M OTCPOYeHHbIe $pasbl NPY MCNONb30BaHNM
3KCTPaLeNNtoNIAPHbIX MarHUTHO-Pe30HAHCHbIX KOHTPACTHbIX MpenapaToB B pAje CcAy4yaeB
He NMo3BO/IAT BbIABAATH U KOPPEKTHO A PepeHLpoBaTb HOBOO6pa3oBaHUA, B TOM Ynce
MasibIX pa3MepoB, MO3TOMY A/A BbiiBAEHWA paHHero LP (40 2,0 cM) y nauueHToB ¢ conyT-
CTBYIOLWMM LUPPO30OM MeYyeHn ayywe noaxoant MPT c renatocneynpuryecknm KOHTPaCTHbLIM
npenapatom (pasa. 2.3.3). [MNepuUHTEHCUMBHOCTb MEYEHOYHOW NapeHXMMbI B renatocneyudm-
yeckyto a3y No3BONAET OTHETNIMBO BU3YaNM3NPOBaTb FTMNOMHTEHCMBHbIE OYaru MabiX pas-
MepoB U1, Cy4eTOM 0CO6eHHOCTEN UX KOHTPacTUPOBaHUA B NpeAblAyline dpasbl UCCAe[0BaHMA,
anddepeHympoBaTb paHHMI [P oT npoyYnx HoBoo6pa3oBaHMii MeYeHw, B T. 4. U OT pereHe-
paTOPHbIX U ANCMNACTUYECKNX Y3/10B, 4TO B PAZAE CAYyYaeB MOXeT NOBANATL HA U3MeHeHne
CTaZuM ONYX0/1eBOrO NpoLecca v yAy4llnTb 06U Y0 BbIKMBAEMOCTD.

B AMarHoCTMYeCKUn MOUCK BXOAAT:

+ cbop *anob n aHaMHe3a, yTOUYHeHWe Hannyina ¢pakTopoB pucka passuTtua NP un xon-
aHTMOKapLUUHOMBI;

+  BpayebHbIll OCMOTP, ONpejesieHne 06bEKTUBHOrO cTaTyca nauneHTa no wkane ECOG;

+  nabopaTopHas AMAarHOCTMKA: KAMHWYECKUI aHa N3 KpOBM (BK/IIOHAA OLLEHKY KOAIMYeCTBa

TPOMGOLMTOB), BUOXUMUYECKMI aHAN3 KPOBU (BK/IKOYASA ONpejeeHne KOHLEHTpaLuu

anb6yMuHa 1 31eKTPOANUTOB), Koaryorpamma (npoTpomburosoe spems, MHO), o6wuit

aHanus mouu;
+ onpejeneHue onyxoseBbix MapkepoB A®I1, CA19-9, PIA;
*  MaHeNb BUPYCHbIX FenaTUTOoB:

- onpegeneHune NOBEPXHOCTHOMO aHTUreHa Bupyca renatuta B (HBsAg); npu HBsAg+onpe-
AeNeHne aHTUreHa e Bupyca renatuta B (HBeAg), aHTuTen k HBe-aHTureHy Bupyca
renatuta B (HBeAb) n konnyectseHHoe onpegenerune IHK Bupycarenatuta B (HBV),
KOHCY/bTalMA racTposHTeposiora/MHGeKLMOHNCTa 414 HA3HAYEHUA MPOTUBOBUPYC-
HOW Tepanuu;

— onpegesieHve aHTUTEN K AAEPHOMY aHTWreHy renatuta B (HBcAg); enaTtesnbHo
onpegenenue Ig knacca G;

- onpeaeneHue aHTuTen K eupycy renatuta C (HCV); npu HCV+onpeaeneHue Koau-
yectsa PHK B nnasme, onpeseneHune reHoTMna M KOHCyAbTalUua racTpoO3HTEpPO-
nora/MHPeKUNOHNCTa;

*  oueHKa dyHKUMOHanbHOro cTaTyca neveHu (npu F'LUP no CPS);
+  onpegeneHne GOHOBOM NATONOTUM MeyeHM (€CAM NPUCYTCTBYET, OLEHKA BbIPaXEHHOCTH,

NporHo3a Aas Xu3nu). Mpu LUPPO3e N BUPYCHbLIX renaTuTax noKasaHa KOHCYAbTaLUsA
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racTpoaHTepoaora/UHPeKLMOHNCTA AN YTOUHAOWEN 4MAarHOCTUKM BO3ZMOXHbBIX OC/OX-
HeHWN renaTUTOB M LMPPO3a, NPOrHo3a TeveHns, nog60pa M NpoBeeHNA MPOTUBOBUPYC-
HOW/conpoBoAgUTeNbHOW Tepanuuy;

*  NyyeBas AMArHOCTUKa;

+  Mopdonormyeckoe NoATBEPKAEHUE ANarHo3a;

+  3MAC:Hannume/cTeneHb BAPUKO3HOMO pacliMpeHmns BEH NuLyeBoaa/KenyjaKa, 5po3nBHO-
A3BEHHbIX U3MEHEHUI CAN3NCTOWN XKenyaKa;

« JKI.

2.3.2. OuyeHka yHKLMOHANBHOIO CTaTyca Ne4YeHn

Mo CPS KaXAblih NpU3HaK B 3aBUCMMOCTU OT BbIPaXKEHHOCTM OlleHnBaeTCA B 6annax
ot 140 3 (ta6a. 1). Cymma 6annos 5-6, 7-9 1 10-15 knaccuduumpytotes kak CPS knacca A, B
1 C COOTBETCTBEHHO. [[pUMeHeHNe NHCTPYMEHTOB — Ka/lbKY/IATOPOB 06 BEKTUBHOM OLLeHKN
bYyHKUMM NeveHn, Taknx Kak koapduumneHnTol ALBI nan PALBI Bo3MoxHO nocsie Basmaaumm
B KPYMHBIX KAMHUYECKUX UCCAeA0BAHUAX.

Ta6auuya 1. Knaccudukaumsa Child-Pugh Score (CPS) ans oueHKM GyHKLMM NeyYeHn.

XapaKkTepuctuka 16ann 2 6anna 3 6anna
SHuedanonatua (creneHnb) Het Il creneHb IlI-1V cTeneHb
(mnv komnercupyetea | (Man pedpakTepHas)
MeAMKaMEHTO3HO)
Acumt Het He3HauuTenbHbIN YMepeHHbIi
Anb6yMUH nnasmel (r/an) >3,5 2,8-3,5 <2,8
YBennyeHune NnpoTpoMEUHOBOroO +1-4 cek. +4-6 cek. > +6 cek.

BPEMeHM, CeK. (BbilLe HOPMbI,
paBHoil 12-16 ceK.) am

MHO <17 1,7-2,3 >2,3
Bunnpy6un obimit 1-2 mr/an (nnn 2-3 mr/pn (van >3 Mr/an (nam
<34,2 MKMOAIb/ 1) 34,2-51,3 MkMonb/n) | >51,3 MKMOsib/ 1)

2.3.3. JlyyeBaa agnarHocTuka

}'Iyquaﬂ AVWArHoCTUKa BKAOYaeT cnejywowme 06CI'Iep,OBaHVIFII

+ Y3/ opraHoB 6plOWHO NONOCTM 1 3a6PIOWMHHOMO MPOCTPaHCTBa; 06A3aTeIbHa OLLeHKa
COCTOATENbHOCTM KPOBOTOKa B 6acceliHe BOPOTHOW BeHbI;

*+ Y3/ neyeHW C KOHTpACTUpPOBaHMEM — BbICOKOMHPOPMATUBHBIN METOA YTOYHAKOLWEN
ANArHOCTUKKM paHHero LIP B LMppOTUYECKON NeYeHn B YyCNOBUAX BbICOKOCMELMANN3N-
pPOBaHHOTrO LEHTPa;

*  peHTreHorpadus opraHoB rpyAHOW KJeTKU NpU HEBO3MOXHOCTU BbinosHeHus KT rpya-
HOW KNeTKu;
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+ KT rpyAaHoOW KneTKW, 6PIOWHON NONOCTU M MAaNoro Tasa c B/B KOHTPAacTUpPOBaHUEM
(49 OLEHKM pacnpoCTPAHEHHOCTM ONYX0/1eBOro npouecca), MynbTudasHaa KT/MPT
OpraHoB 6PIOLWHON NONOCTH;

KT u MPT c B/ KoHmpacmupoBsaHuem uzpalom BaxHyk poab 8 duazHocmuke [P u, 8 omau4ue om 60AbWUH-

cmsa conudHeix onyxonell, duazHo3 [LJP Moxem 6bimb ycMmaHOBAEH Ha OCHOBaHUU €20 CEMUOMUYECKUX NPU3Ha-
KoB, 6e3 nodmsepxdatoujeli 6uoncuu.

Cucmenma daHHbIX, u306paskeHull u om4ema no uccaedosaHnuro neqeHu (LI-RADS) (npun. 5) asasemcs komnaekc-
HoU cucmemoli, no3goasowell cmaHdapmu3uposams MepMUHOA02UID, MEMOJUKU NPOBEDEHUS U ONUCaHUs
pe3y/bmamos MeOUYUHCKoUl BU3yanu3ayuu neqeHu.

JaHHbil anzopumm npumeHsemcs 8A8 NayUEHMOB C BbICOKUM pUcKom pazsumus [P (uuppo3 nedeHu unu xpo-
Huyeckul BupycHsili 2enamum B, [P 8 Hacmoswee BpeMs UAU B aHAMHE3E) U He UCNO/b3Yemcs y nayueHmos
6e3 BbiwienepequUCNeHHbIX Npu3HaKos, Maadwe 18 nem, ¢ 4UpPpPO3OM BCAEICMBUE BPOKOEHHO20 HUbPOXON-
aH2UOKUCMO3a neyeHu, C UUPPO30OM BCAOCMBUE HAaCN€OCMBEHHOU 2eMoppazuyeckoll meneaHausKmasuu,
¢ cuHopomom badda-Kuapu, C XpOHUYECKUM MPOMBO30M BOPOMHOU BeHbI, C cepdeyHOli HEAOCMamoYHOCMbIO,
¢ pokanbHol HoOyAApHOU 2unepnaazueli neyeHu.

LI-RADS npumeHsemcsa dna mynbmugasHoti KT uau MPT ¢ ucnonb308aHuemM BHEKA€MOYHbLIX KOHMPaCMHbIX
sewecms uau MPT c ucnosb308aHueM 2enamocneyuduyeckux KOHMpPacmHbiX BEUeCms.

LI-RADS He npumeHsemcs 015 N00MBePIKOEHHbIX 310Ka4eCMBEHHbIX HOBOO6Pa30BaHUL UAU NOOMBEPIKOEHHbIX
006poKayecmBeHHbIX HOBOO6pa30BaHUl, He NPOUCXOOAUWUX U3 2eNamoyUmos.

Ovaeu, coomsemcmaytouwsue LI-RADS 5, ¢ seposmHocmeio do 96% (95-99%) ssasiomcs [P, 8 mo Bpems
KaK o4a2u, omHocauuecs K LI-RADS 1, Hukoz0a He 6ydym A8AamMbCA Opy2UM 3/10Ka4eCmBeHHbIM HOBOO6pa3oBa-
Huem unu mpaHcgopmuposamsca s [P. [lo 6 % nopaseruli LI-RADS 2, 6-15% nopaxeruiiLI-RADS 3 u 46-68%
nopaseHuliLI-RADS 4 cnycms 24 mec., kak npasuno, mpaHcgopmupyromcs 8 [LIP. [IpumeHeHue anzopumma dua-
eHocmuku KT/MPT LI-RADS npedcmasnero Ha puc. 3 (npun. 5).

+  KT-aHrvorpadusa neyeHv NpUMeEHALTCA B CIOXKHbIX CAYYaAX NPU NAaHUPOBaHUM XUPYP-
FMYECKOro NeYeHNs; ABAAETCA TaKXKe HEOTbEM/IEMOI COCTaBHOW YacTbto (MepBbiit 3Tan)
XMMnosMbonnsaumm onyxonei neyeHu. MAKT neyeHn — aptepuorenatukorpapus
KaK cocTaBHas BBOAHAA AMArHOCTUYECKAsA 4acTb (XMMWO) 3ME0M3aLMM OMYXOEBbIX
04aroB Me4yeHN MOXeT MPUMEHATLCA ANA YyTOYHAKOWEN AMAarHOCTUKM Y NaLNeHTOB,
ABNAWMNXCA KAaHANAATaAMN ANA NOKOPEFrMOHAPHOTO IEHEHUA B TOM C/ly4ae, €C/N Y HUX
MMeITCA NPOTMBOMNOKAa3aHMA K npoeejeHunto MPT, uam B ToM cayvae, eCAN AaHHbIX,
NoNyYeHHbIX Npy MynbTUCupanbHoi KT n MPT, He4oCTaTOYHO 418 TOYHOW NOCTaHOBKM
ANarHosa;

« N3T/KT MOXeT 6biTb 3G PEKTUBHA AN5 BbIABAEHUS BHEMEYEHOUHbIX METACTA30B (C XO/NMHOM,
®A). MIT/KT c AT 061aaaet HU3KOM YyBCTBUTENBHOCTbIO Npy TLP (Ha M3T-no3uTuUBHbIN
TLLP npuxoanTCca ToNbKO 40% cayyaes) U CneuuPpUYHOCTbIO, HO MO3BONAET UAEHTUOU-
uMpoBath HeGonbluMe (40 1cM) y310Bbie GOPMbI XONAHTMOKapLUHOM. MIT/KT o6nagaeTt
HW3KOM YYBCTBUTE/NIbHOCTLIO A8 ANArHOCTUKN CKNEPO3UPYOWUX/UHOUALTPATUBHBIX
dopM onyxonen KenyHbix NPOTOKOB. [10BbILIEHHOE 3HAaYeHNe CTaHAAapPTU3MPOBAHHOIO
YPOBHA 3axBaTa roBopuT 06 arpecCBHOCTYM NpoLecca u npeanonaraeT HU3KYi0 3¢ Pek-
TWBHOCTb /IOKa/IbHbIX BUAOB Ie4eHUS;

* ocTeocuuMHTMrpadua NnpoBOAUTCA MPU NOAO3PEHMNM HA MeTacTaTMYeCKOe NopaxeHue
cKenera;

+ MPTuan KT ronosHoro Mosrac B/B KOHTpacTUpOBaHMEM MPUMEHAETCA MPU CUMNTOMAX
04aroBOro MoOpa¥eHus.
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2.3.4. Mopdonormyeckoe noaTBepKAeHME AMarHosa

MyHKLMOHHas 6UONCUSA OMYX0U NeveHN (TOHKOUTO/IbHARA MW MHLM3MOHHASA, C MO/TyYeHneM
cTonbuKa TKaHW, AN core-6Moncua; NocneAHAA NpeanoYTUTeNbHa ANA AnddepeHLmnanb-
HOW AMarHOCTUKM) BbINONHAGTCA B C/yYae BbiABAEHWA 110600 ONyX01eBOro o6pa3oBaHus
B HELMPPOTUYECKOM NeYeHn. [lna yToOUYHAOWER ANAarHOCTUKM PaHHEro U BbicokoguddepeH-
unposaHHoro P, gnddepeHymanbHOR AMAarHOCTUKN TMCTONOTMYECKOr0 BapMaHTa Onyxoiu
neyeHu LenecoobpasHa KOHCYAbTaLMA rTMCTONPenapaToB B CMeLMaAn3npoBaHHbIX LieHTpax.
MpU TEXHMYECKOWM HEBO3MOXHOCTI/MPOTUBOMNOKA3aHNAX UK OTKa3e NaluueHTa oT Mop$oioru-
YyeckoWi BepuduKaLmum gnarHosa caeayet npeAnpuHATL JONOJHUTENbHbIA ANAarHOCTUYECKNI
MOMCK C y4eTOM peKoMeHAalL it Bpaye6bHOro KoHCMANyMa.

[JlnarHocTuka panHero P n cBoeBpeMeHHO HaYaTOe IeHeHNe UMEIOT pellatoLiee 3Ha4yeHne
ANA YyNyYWeEHUA NPOrHO3a M Ka4yeCTBa XM3HM NaLMeHTOB, NOBbIWAA TeM CaMblM JOATOCPOY-
HY0 BbXMBaeMocTb. OCO6eHHOCTM HAaKOMNEHNA 1 BbIMbIBAHNA KOHTPACTHOroO Npenapara
13 ONYXO0/1€BbIX TKaHe B apTepnabHYyI0, BEHO3HYI M OTCPOYeHHbIe $pasbl MPY MCMNOAb30BaHNM
3KCTPaLeNIOAAPHbBIX MarHUTHO-P@30HAHCHbIX KOHTPACTHbIX MpenapaToB B pAje C/ly4Yaes
He MO3BO/AIOT BLIABAATL M KOPPEKTHO AnddepeHLMpoBaTe HOBOO6Pa3OBaHMA, B TOM Ynce
MasiblX Pa3MepoB, MO3TOMY A/ BbiABAEHWA paHHero LP (4o 2,0 cm) y nauuneHToB ¢ conyT-
CTBYIOWMWM LMPPO30OM NeyeHun nyyle nogxoanT MPT crenatocneyMpuyeCckMM KOHTPACTHbLIM
npenapaToM. [MNepMHTEHCMBHOCTL NeYeHOYHOW NapeHXnMbl B renatocneyupuyeckyio pasy
no3BO/AET OTHYET/NINBO BN3YaM3UPOBATh TMMOMHTEHCMBHbIE O4ari Manbix pa3MepoB 1, C y4eToM
0CcO06eHHOCTel NX KOHTPACTUPOBaHUA B NpeAblaylune dpasbl UCCieA0BaHNSA, AndPepeHLMpoBaTh
paHHuit TLIP oT npoynx HOBOO6pa3oBaHUI MeYeHw, B T.4. U OT PereHepaToOpHbIX U AncCnaa-
CTUYECKNX Y3/10B, 4TO B pAAe CAy4aeB MOXeET NOBANATbL HAa U3SMeHeHne CTaAnu onyxoneBsoro
npouecca v ynyywuTb o6uyto BbXKMBAEMOCTb.

Mopdonorunyeckoe noareepxaeHue guartosa 1Pl ABnseTca 0CHOBOM TOYHOM ANArHo-
CTukn. buoncua obasaTenbHa 4NA NOATBEPKAEHMA AMarHo3a NPy OTKa3e OT XMPYPruyeckoro
BMelaTenbCcTBa U naaHuposanum /1T nam XT, a TakKe B Cy4yaax COMHUTENIbHOW NPUPOAbI
CTPUKTYP (HanpuMep, XMpPypruyeckne BMelaTeIbCTBA HA MPOTOKAX B aHaMHe3e, NepBUYHbIN
CKNEPO3UPYIOLLMNI XONAHTUT, KAMHM KeNYHbIX MPOTOKOB W T.4.). Mopdosoruyeckas sepu-
duKauma He oba3aTeNIbHa NPU NAAHNPYEMOM XUPYPrUYECKOM leHeHUN MM 060CHOBAHHOM
OTKa3se OT creyunanbHOro NpoTUBOONYX01eBOro nevyeHnsa. Mopdonoruyeckas sepupukaumna
He o6A3aTesibHa NPU BbIABAEHUMN B NeyeHN 06pa3oBaHUA, COOTBETCTBYIOIWEro KaTeropum
LI-RADS 5. PeweHne o BbINOAHEHUN 6MONCUM NV O6OCHOBAHHOM OTKase OT ee BbIMONHeHUA
AO/KHO MPUHMMATHLCA HA MYNbTUANCLMUNNHAPHOM OHKONOTMYECKOM KOHCUANYMeE.

B pe3ysnbTaTe 06CnepoBaHMA 40KHa BbIT ONpejenerHa CTagna ONyxoneBoro npoyecca
COrNacHo NPUHATHIM Knaccudurkaumam TNM (8 nepecmotpa)/AJCC Ans BHYTPUNEYEHOUHOM
XO/IaHTMOKapPLUHOMbI M KOMEMHUPOBAHHOM renaTo-xoaaHruokapumnHomsl (npua. 3) u BCLC
(npwn. 4) ana TUP, onpegeneH GbyHKLMOHAbHbIA Kaacc nederu no CPS, cGopMyanmposaHbl
noKasaHuA/NpoTMBOMNOKa3aHNA K NPOTUBOOMYXONEBOMY le4eHUI0, He06X0AUMOCTb 1 06beM
Tepanuu ¢OHOBOM NAaTONOI UM NEYEHMN.
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3. IEMEHUE NEPBUYHOIO PAKA NEYEHM (NPN)

Mnax nevenna MNPl yynToiBaeT HanM4Me U CTeNeHb LMPPO3a, PaCNPOCTPAHEHHOCTb OMYy-
XONeBOro npouecca, yHKLUNOHabHbIE pe3epBbl NeYeHn, 06 eKTUBHOE COCTOAHME 60LHOTO,
NPOrHO3 0CHOBHOIO M GOHOBOro 3a60/1€BaHUII MEYEHMU, @ TaKKe CONYTCTBYIOLLYIO NaTON0r N0
M noXenaHna naymeHTa. Haunydwme pesynbrathl Je4eHUA MOTYT 6bITb MONyYeHbl Npy 06Cy-
H/EHUUN pe3yNbTaToB ANArHOCTUKM M ONpejeNeHnN NaaHa 1eYeHna MyAbTUANCLUNAINHAPHON
rpynnoii Ha 6ase cneunanM3vpoBaHHOrO LieHTpa. [OCKONbKY ANA pa3sinyHbIX BapuaHToB MNP
CyWeCTBYIOT OTANYMA B NOAXOAAX, AOCTYMHbBIX pecypcax, UX BAUAHWUM Ha TedeHne 60n1e3HNU,
Mbl MOC/NeA0BaTE/IbHO OCTAHOBUMCA Ha NeyvebHbIX noaxojax na OCHOBHbIX BApMaHTOB 3/10-
KayecTBeHHbIX onyxonei neveHu: NP v ero pasHosugHoctn — ®JIK, BHyTpUneyeHo4HoON
xonaHrnokapumnHomel n KIF'XK, a TakxKe peAKMx onyxonein ne4eHn Me3eHXMaabHOro Npomnc-
XOX/€HNA — reMaHrMo3HAO0TEIMOMbI M aHTMOCAPKOMbI.

3.1. TenaTouenntonApHbIf pak

MaTtomopdonormyeckne xapaktepuctuku FUP npmusegersl B npua. 2. B nevennn M'yp
NPUMEHAITCA CAeAyloWMe Onunu:

*  Xxupypruyeckoe nevexue (pasa. 3.1.1)
- pesekuwuu nevenu (pasg. 3.1.1.1);
- opToTOnMuyeckas TpaHcnaaHTauma nevenu (OTM) (3.1.1.2);
- ajgbloBaHTHas Tepanus (pasa. 3.1.1.3);
©  NOKanbHan AeCTpyKuus onyxoau (pasa. 3.1.2):
- 3HepreTuyeckas AeCTpyKuus (pagmovacToTHas abaauus, MUKpOBOHOBas abaauuns,
kpuoabnauus) (pasa. 3.1.2.1)
- 4YpecKoXHas UHbeKkuua 3TaHona (pasa. 3.1.2.2);
- cTepeoTakcuyeckaa 1T (pasg. 3.1.2.3);
+  pervoHapHas Tepanus (pa3a. 3.1.3):
- TAX3 (pa3a.3.1.3.1):
- MacasHas TAX3 (pa3a. 3.1.3.1.1);
- TAX3 cDEB (pa3sg. 3.1.3.1.2);
- KoMb6uHupoBaHHas (3TanHas) TAXD (pa3a. 3.1.3.1.3);
- TAP3 (pa3a. 3.1.3.2);
©  CWCTeMHasn fieKapcTBeHHas Tepanus (pasa. 3.1.4).

3.1.1. Xupypruueckoe neyeHume
3.1.1.1. PeseKkyusa neyeHum

Pesekuus nevyenn c goctmernnem RO-MeTos Beibopa eyeHns paHHEro (BCLC 0-A) TLP
6e3 conyTCTBYIOLErO LMPpO3a neyeHun. Pe3eKLna BO3MOXHA Y 60/IbHbIX C LUPPO3OM MpU CO-
XPaHHON GYHKLMM NeYyeHn, HOpMabHOM YpoBHe 6UAnpy6buHa 1 6e3 npr3Hakos NOpTanbHOM
runepteHsnun. boabwol pa3mMep oNyXxoan MU MHOXeCTBEHHOE BHYTPUOPraHHOe nopaxeHue
(BCLC B) He sBnAt0TCA aBCONMOTHBIM NPOTUBOMOKA3aHMEM K PE3eKLUN, OLHAKO pPe3ynbTaThbl
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XVWPYPrU4eCcKOro NeYeHns B 3TUX CAyYasax npejckasyemo xyxe. Haanyumne makpococyancTomn
MHBA3UW, BHYTPUMEYEHOYHOIO ONYyX0N1€BOro TPOM603a, MeTacTaTUYECKUX Y3/10B-CaTeNIINTOB
accouMmMpyeTCcs C BbICOKMM PUCKOM pelnsvBea 3aboseBaHus.

3.1.1.2. OpToTONMYeCcKaa TPAHCN/NIAHTALUA NEYEHU

OTN — MeTo4 BbI6Opa NeveHns parnHero P (BCLC 0/A) B cayyanx, He MOAXOAALMUX
ANS PE3eKLMM UV NPK feKoMMeHcpoBaHHoM (CPS B/C) umppose neveHu C y4eToM NpuHATHIX
KpuTepues TpaHcnaaHTauum nevenu. Npu onpegeneHnn nokKasaHuii K TpaHcnaaHTaymm,
KaK NpaBu/0, UCMONb3YOTCA TakK Ha3blBaeMble «MUNAHCKNE KPUTEPUU»: pa3Mep e AMHCTBEHHON
onyxonu He 6onee 5 CM UAN Hann4YMe B NeYeHM 40 3 04aroBs C AuaMeTpoM Hanbosblero ysna
He 6onee 3 CM M OTCYTCTBMEM MHBA3UW B COCYAbI.

MauneHTbl, OXMaaoWMe TPaHCNNAHTALMIO NE@YEHMN, MOTYT NOAYyYaTh KaK HeoaAblOBaHT-
HOe, TaK v MHOe NpOTUBOONYXONeBOE NeveHne (bridge-Tepanus nnu Tepanna «oXuAaHUA»),
B TOM Yucse abnauuio, XuMnoaM60oamn3aLmio, pe3eKkLunio neyeHn u/uam CUCTEMHOE Neverne,
4TO yB€/IM4MBAECT BEPOATHOCTb BbINO/IHEHNA TPaHCN/IAHTALUU NeYeHn, CI'IOCOﬁCTByeT cenekymnn
noTbopy MeHee arpeccmsHbix cnyyaes [LP. [pu ycnewHoM KoHCepBaTUBHOM Ie4eHUN CyYaeB
MeCTHO-pacnpocTpaHeHHoro I'L|P, ucxoAHO He MOAXOAMBLIMX NOA KPUTEPUM TPaHCNAaHTaL MK
W MPU PEHTFEHOIOTUYECKU NMOATBEPKAEHHOM «MOHUKEHUN» cTagum (down-staging) 4o npu-
HATLIX KpUTEPMEB TPAHCMAAHTaL MW, Leslecoobpa3HO pacCMOTPETb BOMPOC O TPaHCNAaHTaLUN
neyYeHu Kak MeTo/e pagmKkanbHoro evyeHmna NP v ynpposa.

3.1.1.3. AgbloBaHTHaa npoTusoonyxonesas tepanusa NP

Mocne pagukansHoro (RO) XMPYpruyecKkoro nedeHns agbloBaHTHaA Tepanua MyabTU-
KMHa3HbIMU MHTMO6UTOPaMM He MPOBOAUTCA B CBA3M C OTCYTCTBMEM NMPEUMYLLECTB B OTHOLIEHNN
BbIXXMBAEMOCTV NO CPaBHEHWIO C 4PYTVMK BMellaTebCTBaMM.

Mocne pagnkanbHOro neYeHna paHHux ctaamnii FLUP npu conyTcTBytouEeM XPOHNYECKOM
BUpYyCHOM renatuTe B (HBs+, BUpycHas Harpy3ka>10000 Konuii/M) peKoMeHAYeTCA MPOTUBO-
BMPYCHaA Tepanua aHaioraMm HyKNeo3na0B, NOCKONLKY OHa yBean4MBaeT 6e3peunjnsHyio
1 061Uy BbIXKMBAEMOCTb.

Mocne pagukanbHoro neveHns naymeHTam c FLP 1 conyTCcTBYOWMM XPOHMYECKUM BUPYC-
HbiM renatutom C (PHK-HCV+) pekoMeHzyeTcs NPOTUBOBMPYCHAA Tepanusa MHIM6MTopamm
npoTeassl M NOAMMepasbl BUpyca (rekanpesup/nuépeHtacesup uam copocbysnp/sennaracemp
NP KOMMEHCUPOBAHHOM MOPaMEHUM MEYEHN) UAN TONLKO MHTMBUTOPaMK NoanMepassl BUpyca
(codpocbysnp/BennaTacBup Npu AeKOMNEHCMPOBAHHOM NMOPAXKEHUM NeYeHU, COOTBETCTBYOWEM
CPS B uau C); nocne paAunKaabHOro edeHuns paHHux ctaauii ILP 3Ta Tepanus yseanunsaet
6espeunanBHyto 1 06LLYIO BbIXMBAEMOCTb. [1py HepaaMKanbHOM XUPYPru4eCKOM NeYeHunn
l'LIP nocne nepnoaa BOCCTaHOBNEHWA NaLMeHTa PeKOMeHAyeTCa cucTeMHan Tepanua | avHun
(paza. 3.1.4).

3.1.2. MeToabl nokanbHou gecTpykuum IUP

B KayecTBe METOAOB NIOKAbHOMN AeCTPYKL MK (3HEpreTUYeCcKoi abaaymm) pekoMeHayeTcs
ucnonb3osatb PYA, MUKpoBOHOBYIO abnaumio U Kproabaaumio. B kayecTse MeToAa 10KaIbHOM
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AECTPYKUMM (XMMUYECKOM abaauum) peKoOMeHAYETCA MCMNO/Ib30BaTh YPECKOKHOE BBEAEHME
3TW0BOrO CNMpTA.

3.1.2.1. DHepreTuyeckas AecTpyKumsa

JHepreTuyeckan AecTpyKuus Manbix (40 3 cM B AnameTpe) y3nos ILLP npumeHseTca
y NauMeHTOB, He MoANeXalnX XMPYPruieckomMy neveHuto. Micnoabsyerca cuctema runep-
TepPMMUYECKOro (paAgnMoyacToTHas, MUKPOBOHOBAsA abaaums v 4p.) MM60 rMnoTepMUYecKoro
(kpnoabnaums) BosgecTeuma. Bug goctyna (MHTpaonepaLMOHHbINM, 1anapoCKONUYecKuit
WM YPECKOXKHBIN) B KAXKAOM CAydae ONpesensieTca NCXOAA U3 KOHKPETHOW KAMHUYEeCKOM
CUTyaL MK, OCHaLWEHHOCTM Ne4ebHOro yupex4eHna U HaBbIKOB onepaTopa.

PeweHue o LenecoobpasHOCTU AeCTPYKLMM AOKHO MPUHUMATLCA MYAbTUANCLUNANHAP-
HOW KOMUCCHEN, B COCTaB KOTOPOW BXOAAT NPOPUAbHbIN XMPYPT, XMMUOTEpanesT, paanoaor
Y MHTEPBEHLMOHHBIN paanosor (peHTreHoxupypr). Mpu NOI0KNTEILHOM PeLeHNm O Heob-
XOAMMOCTM TAKOTO 1@YEHUA a/ibHellee NAaHMPOBaHNe TaKTUKN Tepannm oCyecTBaAeTCa
HenocpeACTBeHHO UHTEPBEHLMOHHbLIM pagnonoroM. OCHOBHbLIM KpUTEpuUeM Npu onpejeneHnm
noKa3saHui ABNAETCA TEXHUYECKaA BO3SMOXKHOCTb BbIMONHEHNA BMELWATeIbCTBa C MUHUMANbHBIM
PVCKOM pa3BUTUA OCNOXKHEHWIA. lecTpyKuMmn noanexaT He 6onee 5 y3108 AnaMeTPOM<3 CM.
Bo3MoxHa AecTpyKuMA y310B 60/1blIEro AnaMeTpa, HO HacTOTa I0KabHbIX PELANBOB Cylle-
CTBEHHO yBe/JIMYMBaAETCA NPU ONyXonax>3 cM B HanbosblueM usmMepeHun. B page cnydaes
Lieneco06pasHo BbIMOAHATE a61aLMI0 NOC/IE NPeABapUTENbHON TPaHCaPTePUabHOM (XUMKO-)
3M60113aL UM ONYXOAMN NEYEHWN MW OCYLLEeCTBAATL SHEPreTUYecKyto abaaLmnio B KoMbUHaLMm
C YPECKOMKHbIM BBEAEHWEM 3TUI0BOrO CNMNpTa (XMMUYeckas abnayms).

/NlokanbHasa AeCTpyKLMA NPOTMBOMNOKa3aHa NpU MHOXECTBEHHOM NOPaXKeHUU neyeHu,
AeKOMMeHcMpoBaHHOM Luppose (knacca C no CPS), BHene4YeHOUHbIX MPOsSIBAEHNAX 3a60/1€BaHNS,
NP1 HaMYMM NOPTaNbHOTO WYHTA, He CMELLaeMOM MPUIEKaHUN ONYXOEeBOTO y3/1a K PAAOM
PacnosIoMeHHbIM MO/bIM OpraHaM, a TakKe KO BHe (BHYTPU-) NeYEHOYHO PacMoONOKEHHbIM
Tpy64aThiM CTPYKTYpaM.

PekoMeHAYeTCA MPUMEHATL METO/AbI 1OKA/IbHOM AeCTPYKL UM (3HepreTnyeckoi abaaymm)
ONyX0/W B KayecTBe cTaHAapTa Tepanuu y naymeHTos ¢ ILUP ctagmuu BCLC O (conuTapHas
onyxo/b A0 2 cM B AnaMeTpe) u ctagum BCLC A (He 60n1ee Tpex onyxoseit 40 3 CM B gua-
MeTpe) Npu HEBO3MOXHOCTU BbIMOJHEHWUA XUPYPTrUYECKOrO edeHnn (pe3eKunm neveHm
UM TPaHCMNAHTaLUN neveHu). BO3MOXKHO NpUMeHeHe METOA0B NI0KaAbHOM AeCTPYKLUM
(aHepreTnyecKoi U xMMMYeCKoit abnalunmn) B CONETAHUM C 4PYrMMU BUAAMU SIEHEHUS, B TOM
4yncae Cc BHyTpMapTepuanbHOM Tepanueil, CACTEMHO Tepanmnei n XMpypruyecknM neveHnem,
1 B C/lyYasnx 10KaNbHOrO NPOrpeccCMpoBaHNA U IOKaNbHOTO peLnanBa 3a6oneBanns (ecam s1o
TEXHUYECKM BO3MOXHO) MOC/Ie PaHee BbINONHEHHON Pe3eKLMM NEYEHN AN aBaaLum onyxonu
NPW HEBO3MOXHOCTM BbIMOJIHEHUA XNPYPruyeckoro nevyenmns. OTaaneHHble pe3ybTaThl Npu-
MeHeHWA 3HepreTUYeckoi abaauuy onyxoneit MeHee 3 CM, N0 AaHHbLIM PaH/A0MU3UPOBAHHbIX
MNCCNe0BaHUM U MEeTaaHaIN30B, He XYXKe, YeM pe3ybTaThl pe3eKLUn NneveHn.

Ana Busyannsaunm, HaBMraLMmn M OLEHKN HeNOCPeACTBEHHOMO OTBETA Ha IeYeHMe NPU Npo-
Be/leHUMN YpecKkoxHoM abnaunn NP pekomenayetca MAKT-apTepuorenatukorpadpus. OueHka
NOKaNbHOro OTBETA Ha TEPMUYECKOE BO3/e/CTBIE TaKXKe BbINOHARTCA N0 MOANPULMPOBAHHbBIM
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kputepnam mMRECIST no KT uan MPT ¢ KOHTpaCTHbLIM yCUAEHMEM HENOCPeACTBEHHO nocsae
3aBeplueHNA BMelWwaTenbCcTBa Anbo yepes 4-6 Hegenb nocsie BMelwaTenbcTBa. [pu ycnew-
HOM BbINOJIHEHWM NPOLEeAYPbl 30Ha abaaLun JOMKHA BbIXOAUTb 3@ BU3yaNuU3npyeMyto rpa-
HULLY OMYXO/U He MeHee YeM Ha 10 MM (B TaKOM Cy4ae BEPOATHOCTb Pa3BUTMA JIOKA/NbHOIO
peuuanBa B 30He AeCTPYKL MM MUHMMaNbHA). B Clyyae NOA03peHUS Ha HAaMYMe OCTaTOMHOM
OMyXO0/IeBOI TKaHW B 30HE BO3/eCTBMA BO3MOXHO NOBTOPHOE BMeLLaTeIbCTBO U 06CYyXAeHue
AOMONHUTENbHBIX MeTOA0B fledeHns — TAX3 n/Uam CMCTeMHOM Tepanuu.

3.1.2.2. YpecKoxHaa MHbEKLMA 3TaHONA

YpecKkoxHana MHBEKLMA 3TaHONa B OMYXONEBbIA y3e/ — MeTO/ 1e4eHNA O4eHb paHHero
(BCLC O, conutapHas onyxonb 40 2 cM B AnameTtpe) ILIP Ha GoHe uMppo3a neyeHu Npu HeBo3-
MOXHOCTV NPOBE/JeHNA SHEPreTUYeCKON AeCTPYKL MM, HanpuMep, BCAeACTBUE cneundu-
4EeCKOM aHaTOMUYECKO I0Kanu3aymm y3na (MpuiemaHne K KpYnHbIM Mea4HbIM MPOTOKaM,
KENUHOMY MY3bIPIO UMW KUILKE). YPECKOXKHAA MHBEKLMA STAHONa B OMYXONEBbIN y3€/1 MOXKeT
MPOBOAMUTLCA MPU HEBO3MOXKHOCTU XMPYPIrUHECKOTO 1e4eHUA (Pe3eKL MM NEYEHN NN TPaHC-
NAaHTaLMU NeYeHn) aK B JOMONHEHWNE K METOZaM SHepreTUYecKon abaayum npu ne4eHnm
onyxoneit AnameTpoM 6osee 3 M 1 OMyX0el, NpUNEKALWMX K KPYNHBIM cocyAaM (y Heone-
pabenbHbIX 60/bHbIX).

3.1.2.3. CtepeoTaKkcuyecKan nyyesan Tepanua

CrepeoTakcuyeckan 1T (am cTepeoTakcuyeckas pagnoxupyprus) FLUP aeasertcsa npuem-
NeMbIM METOAOM ieyeHns paHHero FLUP (BCLC 0-A). KaHgmaatamu gas cTepeoTtakcudeckoin /1T
ABNAIOTCA NALMEHTbI, NOAXOAALME ANA NOKAJIbHOIO @4EHUA B OTCYTCTBUE BHEMEYEHOYHOTO
MOPaXeHus, C orpaHUyeHHbIM 06BeMOM NopaxeHus (He 6onee 3 o4aros) U yA0BAETBOPU-
TeNbHON QYHKL M NeYeHN MPU HEBO3MOXKHOCTM BLIMOHNTL APYrOli BapMaHT BO3/eiCTBUA.
Ansonyxonei 6onee 2 cM cTepeoTakcuyeckas JIT MoxeT o6ecneynBaTh 1OKaAbHbIA KOHTPO/Ib,
CPaBHMUMbIV C TEDMUYECKOW AeCTPYKL e OnyXoiu.

3.1.3. PernoHapHas BHyTpuaptepuanbHasa Tepanus

MeToa nprMeHsAeTCA B Ka4eCTBe NasINATUBHOIO Ie4eHmna nauunenTos [LP npu komMnexcu-
pOBaHHOM QYHKL MM NeYeHn M HepeseKkTabesibHOM/HeonepabenbHOM npoLecce 6e3 NpU3HaKoB
MHBa3MN/TpoM603a MarnucTpanbHbiX (CTBO M/ UV BETBM BOPOTHOW BEHbI, MEYEHOUHbIE BEHBI)
neYyeHOYHbIX COCY/A0B 1 BHEMeYeHOUYHbIX NPOABAEHN 3ab0NeBaHNA B KOMEMHAL UK C APYrrMUK
MeTOAaMN 0KaIbHOTO 1 CMCTEMHOMO BO3/AENCTBMA B MEPUOA OXMUAAHMA TPaHCNAaHTaumm
neYyeHy UAM NPU M30NMPOBAHHOM BHYTPUMEYEHOYHOM MPOrpecCMpoBaHMM NOCAe OnepaTuB-
Horo neveHus. CornacHo knaccudurkaumm BCLC, 3To cayyan npoMexyTouHoi ctagum (BCLC
B) u paHHeit ctaguu (BCLC A) npu NpOTUMBOMNOKA3aHMAX K XUPYPrUYECKOMY N1eYEHMIO.

3.1.3.1. TAXD onyxonu (eii) neuyeHun

BaXKHbIMU KpUTEPUAMM CeNEKLMM NAaLMEHTOB ANA JAHHOTO BUAA Ie4eHUs ABAAIOTCA obliee
COCTOAHMe NauneHTa He 6osnee 0-16anna no wkane ECOG, KOMNEHCMPOBaHHbIE COMYTCTBYOWME
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3a60/1€BaHNA U MEPEHOCUMOCTb 3ME0M3aLMMU (O4HOMOMEHTHOW M/ MO3TAMHOM) BCEX Y3/10B.
MporHocTuyeckn 6osee 61aronpuATHON Fpynnoi 60NbHbLIX, KOTOPLIM NOKasaHa TAX3, aBaA-
I0TCA NaLMeHThl C y310B0 pOPMOWA NopaxeHuna 6e3 umupposa neveHn anbo c unpposom CPS A,
6e3 MHBa3MM OMYX0J/IM B MarncTpasnbHble COCYAbl UM KeaYHble NPOTOKK. C Lie1blo yay4lleHuns
oTAaneHHbIX pe3ynbTaToB TAXD npu onpejeneHnn nokasaHuii K npoleAype peKoMeHayeTca
MCNONb30BaTh BaIMANPOBaHHbIE MPOrHOCTUYECKME WKabI.

TAX3 BbINONHAGTCA NMPU YCAOBUM TEXHUYECKON BO3MOKHOCTM (ONpPeAefeTca MHTEpBEH-
LiMOHHBIM PaZMO/IOrOM) U OHKOIOTUYECKON Leseco06pasHOCTH (OnpeAensieTcs Ha My/bTu-
ANCLUMUNAUHAPHOM 06CYXAeHNM) BMewaTenbcTBa. C y4eTOM COBPEMEHHbIX BO3MOXHOCTE
CUCTEMHON Tepanuu cnejyeT oTAaBaTb NpeAnoyYTeHne ceeKTUBHOMY BO3eMCTBUIO C Lie/1bio
MUHMMU3ALUN HEeXEeNaTeIbHOrO NOBPeXAeHNA NapeHXUMbl NeYeHn 1 COXpPaHeHUA GYHKLMO-
Ha/bHbIX pe3epBOB OpraHa. Boigenaiot cregylowme npoTMBONOKasaHUA K nposegeHnio TAX3
neyenu npwm r'Lp:

a) abcontoTHble:
- AeKOMMeHCUpOBaHHbIN Luppos (CPS C);
- nopaxeHue 6onee 75% obbeMa neveHu;
- TpoMb603 CTBO/1Aa BOPOTHO BEHbI;
— Ha/n4ve apTepMO-BEHO3HOM NeYeHOYHON QUCTYNbI, He NOANexall e OKKN03UK;
- MoYeyHas HeAOCTATOYHOCTb (KPeaTUHUH>2 Mr/AA UAW KAUPEHC KpeaTUHU-
Ha<30 MA/MUH.);
6) OTHOCWUTENbHblE:
- pasmeponyxonn>10 cMm;
- HeKOMMeHCUpOBaHHble COMYTCTBYOUMe 3a60NeBaHNA, BKNOYAA HapylleHUA
®YHKLWYM OPraHoB CEpAeYHO-COCYANCTOM, NErOYHOM CUCTEMBI, OCTPble MHEKL M-
OHHble 3a601eBaHNA, COCTOABLIEECA KeNYJ0YHO-KNLWEeYHOe KPOBOTEeYeH e B CPOK
40 3 Mec.;
- BapWKO3HOe pacliMpeHue BeH nNuuieBogal/xenyska 3 cTeNeHn C BbICOKMM PUCKOM
KpoBOTeYeHUs;
—  Ke/JYHaA rmnepreHsuns.

Beibop MeToga TAXD npu FLIP (MacasHas — pacTBOp LUTOCTATUKA+AUNUOAON; KOMEUHU-
poBaHHas — pacTBOP LUTOCTAaTUKa+AUNNOA0N+MUKPOCPEPbI U3 MONMBUHUAALETATA; IM6O-
nuzauus DEB) 3aBUCUT OT KAMHUYECKOM CUTYaLUM, TEXHUYECKUX YCAOBUI U N1IaHA NeYEHUA.
Hanbonee yacto ncnosb3yembie LUTOCTaTUYECKME NpenapaTbl — AOKCOPYOULNH AN 3MNU-
py6uumH, uucnnatun. Ouenka sppekTuBHocTn TAXD npoBoguTca yepes 1 mec. no KT/MPT
C B/B KOHTPACTHbIM yCUNEHNEM C Ucnoab3oBaHmeM kputepues mRECIST.

3.1.3.1.1. MACJIAHAA TAX3

MacnaHasa TAXD npuMeHAeTCA NpU MHOrOY3/10BOM MOHO- In60 6MN06apHOM NopaxeHnK
ob6bemoM He 6onee 70% napeHxuMbl neyeHu. Mpu MHOroy3108o0M 6MN06apPHOM NopaxeHnK
TAXD BbinosiHAeTCA B ABa 3Tana (pasAesnbHas nogonesas TAXD ¢ uHTepBanoM 4 Hejenu,
Aanee — uHTepBan 6-8 Hegenb Ao caegytowein TAX3). MHTepBanbl MeXAy KypcaMu ofHO-
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MOMEHTHOMN TAXD — 6-8 HeAe/ib, KPAaTHOCTb BBEAEHWA — He MeHee 3 KypcoB (MpW COXpaHHOW
GYHKLMUM NeYeHN N OTCYTCTBUM BHEMEYEHOUYHBIX MPOAB/IEHNI 3a601€BaHNA).

3.1.3.1.2. TAX2 C DEB

TAX3 c npuMeHeHuneM DEB BbINONIHAGTCA NPU MOHO- NGO MYNLTUHOAYASPHOM, MOHO-
nobapHoM nopaxeHnn obbeMoM He 6onee 50% napeHxnMbl neyeHn. Mpu coxpaHeHUM BacKy-
NApU3aLUM B OMYXONU Nocae ceaHca TAXD (HacTUUHBIM HEKPO3) BbIMONHAETCA NOBTOPHas
TAX3 (N0 TOM e cxeMe) C OLLeHKOM 3GPEeKTUBHOCTY Yepes 4 Hedenu.

Mocneaytowan TakTuKa onpegenserca s¢pdpekTusHocToo (MRECIST) nepsoit TAXD
no AaHHbIM KT n/nnn MPT c KoHTpacTupoBaHueM Yepes 4 Hegenn. [py oTCYTCTBUM KOHTpa-
CTUpoBaHMWA (TOTanbHbIA HEKPO3) B 30HE Bo3gencTeus TAXD nosTopHas TAXD He nokasaHa;
panee KT n/nnm MPT c KOHTpacTMpOBaHMEM BbIMONHAIOTCA Yepes Kax/ible 6-8 Hegenb.
Mpu coxpaHeHWUM B 30HE BO3AENCTBUA BaCKy/ApU3aLuM B ONYXOaM (4aCTUYHbIA HEKPO3)
noBTOPHO BbiNoaHAeTCA TAXD c KoHTponem no AaHHbiM KT n/nan MPT c KoHTpacTnpoBaHuem
yepes 4 Hegenw.

OtcyTcTeue 3pdekTa TAXD nocne 4ByX NOCAEA0BATENbHO BbIMOJHEHHbIX CeaHCOB (yBe-
JIN4eHne onyxoan, OTCYyTCTBME 30HbI HEKpO3a B 3M6OJ1I/I3I/IpOBaHHbIX Yy3nax, noAB/ieHNe HOBbIX
y3/10B B 30HE BO3AENCTBUA) ABNACTCA NMOKA3aHMEM K MPEKPaLLeHUIO MPUMEHEHUS MeTOAa
XMMUO3MB0AU3aLMM U, KaK NPaBU/O, K Ha4aNy CUCTEMHOV NPOTMBOOMYX0€BOV Tepanuu.
Mpwn pasBuTnm pesncteHTHOCTM K TAXD paHHMIM nepexoy Ha NeKapCTBEHHOe leYeHne acco-
LMMPYeTCA C yBesIMYeHeM o6Lei BbKNBAEMOCTH.

MosTopHaa TAX3 npu n301MpoOBaHHOM BHYTPUMEYEHOYHOM MOPaXKeHNn onpaBjaHa
npu AANTeNbHOCTU 3dpeKkTa paHee BbiNoNHeHHON TAXD 6onee 6 Mec. Npu yCA0BUU COXPaH-
HOW QYHKLMK NedeHu.

3.1.3.1.3. KOMBUHNPOBAHHAA TAX3

Kom6uHauma TAX3 u cucTeMHbIx MeTog0B neveHmns FLP MoxeT ncnonb3oBaThCs B paMKax
KAVHUYECKUX NCCNELOBAHUN.

3.1.3.2. TAP3

TAPS 3aknto4aeTca B MHBEKLUKN B MEYEHOYHYIO apTepuio paguounsoTtona, Hocutenem
n3oTona ABNAIOTCA CTEK/NAHHbIE AW Pe3nHOBbIe MUKpocdepbl. laHHas onuna obecneymn-
BaeT sioKkasbHoe obayyerune onyxonu ¢ COJL 80-150 Ip, 4TO NPUBOANT K HEKPO3Y TKaHM
Npu NpUeMNeMoi TOKCUHHOCTM 3a CHET Ce/IeKTUBHOIO NOABe/eHMNA KOPOTKOXKMBYLLEro
paavnounsotona. TAPD MoxeT ncnonbsosatbca npu BCLC A B kayecTse bridge-tepanuu, BCLC
B 1 C c TpoM6030M MarncTpanbHbix BeH. [puMeHeHne Mukpochep c MTTpueM-90 npusoAnT
K yBeanyeHunto megmnansl BBl no cpasHeHunto ¢ TAX3 € 6,8 g0 26 Mec., 4TO, 04HAKO, He TpaHC-
nvnpyetca B npenMyuectso B OB: MegnaHa npogomxkuntensHocTn ¥unsum npu BCLC B cocTas-
naet 16,9-17,2 mec., a npn BCLC C — 10-12 mec. B HacToAulee BpeMA HET YeTKUX KpUTepueB
BbI6OPa MeTOAMKM pervoHanbHoi Tepanumn (TAPS nam TAXD) v NOHUMaHWA, KaKoM naymeHT
NOAYYUT HanbobLYIO NONb3Y OT TOrO MW UHOTO MeToAa. B Lles oM ypoBeHb 06BEKTUBHOTO
otBeTa Ha TAP3 coctaenaet 30-50%, meamnara BAIM — 6-26 Mec. B 3aBUCUMOCTH OT CTagnun
nTpoMb03a NopTanbHOW BeHbl. BO3MOXHO MOBTOPHOE MpUMeEHeHMe.
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OCHOBHbIMU MPOTMBOMOKa3aHMAMU K TAPD aBastoTca nopaxeHune 6onee 70% obbema
neyeHu, Hanyre apTepUOBEHO3HOIO WYHTA, AEKOMMNEHCUMPOBaHHbIN Luppos (CPS C), 1T
Tepanua C BOBNeYEHNEM MNeYeHU B aHaMHese.

3.1.4. CucrteMmHoe nekapcrBeHHoe neyeHue NipP

B nekapcTeeHHOM siedeHnu MLIP MCronb3yloTCa MybTUKUHA3HbIE MUHTMEUTOPLI (MIV MHT K-
BUTOPbI BHYTPUKIETOUHbIX KMHA3), MEXaHWU3M AeCTBUA KOTOPbIX peann3yeTcs Yepes aHTu-
npoavndepaTMBHOE M aHTUAHIMOreHHOe BO3jeiicTBMe, UMMyHOoTepanua MKA, aeiicTsytowan
nyTeM BOCCTAaHOB/JEHNA UMMYHHOTO Haj30pa Haj OnNyXo/blo Yepes 610Kajy peLenTopos
nMMyHoTonepaHTHocTu PD1/PD-L1 n CTLA4, n MKA, HanpaBaeHHble Ha NoAaBneHne ony-
X0/1€BOrO HeoaHrnoreHesa. Micnonb3osaHme LMTOCTAaTUKOB OFPaHNYEHO UX HU3KOMN 3ddek-
TUBHOCTbIO M COMPAXEHO C BbICOKOW TOKCMYHOCTbIO HAa POHE CHUXKEHHbIX QYHKLMOHANbHbIX
pe3epBOB LMPPOTUYECKN U3MeHeHHOM neveHn. [ina FLP B HacToAlee BpeMA He BbiABAEHbI
npeAckasbiBatolwmne pakTopbl 3GPeKTUBHOCTU UMMYHOTEPANUUN, UHTUOUTOPOB MPOTEUHKMHA3
n yntotokcnyeckoin XT. OgHaKO AaHHble MOCNEAHUX PaHAOMN3NUPOBAHHbIX KAMHUYECKUX
nccnenosaHnii 3GGeKTUBHOCTU UMMYHOTEPANUN U MYbTUKUHA3HbIX UHTMOUTOPOB NpoO-
Teas MoKasa/iu, 4TO 3TMONOTNYeCcKuin pakTtop passutua NP cywectseHHo Bansaet Ha OB.
B cpaBHMBaeMbIx rpynnax 60/1bHbIX He 6bI10 CTAaTUCTUYECKM 3HAYMMOTO Pa3anymna B obuen
BbIXKMBaeMOCTU NaymneHToB ¢ [L|P HeBMpyCHOW 3TMONOTUN.

lMoKa3aHMAMU K CUCTEMHON IeKapCcTBeHHOW Tepanuu npu MLUP asastoTca:

*  06BeKTUBHbIE MPU3HAKU OMYX0/1€BOr0 NPOLECCa U YA0BNETBOPUTEbHOE 06Liee COCTOA-
Hue (ECOG 0-2 6anna);

+  coxpaHHas GpyHKumMa neveHn (knacc A uau B no CPS, 5-8 6annos);

*  HEBO3MOXHOCTb/Heuenecoo6pasHoOCTb (PaCCMOTPEHME MYBTUANCLUTAUHAPHBIM KOH-
CVII'II/IyMOM NOTEHLUMAaNbHOINO OTHOWEHUNA KKANHNYECKOTro PI/ICKa-I'IOI'Ib?}bI))), Hanan4yme
MPOTMBOMOKA3aHUM UM OTKA3 NaLuMeHTa OT I0KaNbHbIX METOAOB fledeHns (pesekuunu,
TpaHCnAaHTauum NneyveHn, TAX3);

©  BHYTPMMEYEHOYHbIN 10KaAM30BaHHbIN [LLP (Kak Tepanus oXuWAaHWA TpaHCIAaHTaLWUK
MAU MOHWKEHUA CTagnm 3a6oneBaHua);

*  BHEMe4YyeHOYHOe MeTacTasWpoBaHMe U/UNU MPOrpeccupoBaHue 3a601€BaHNA B MeYeHN
nocne rlpl/lMeHeHVIﬂ NOKa/IbHbIX I/I/Vlﬂl/l CNCTEeMHbIX MeTOA40B Ne4eHUnA.

MayneHThl, ABAAOWMEC KAHAUAATAM 41 CUCTEMHOTO Ie4eHUSA, AO/MKHbI BbITh NOAPOGHO
MHPOPMUPOBAHBI O LieIAX U 3aZa4yax, BO3MOXHbIX MOGOUYHbIX 3PpPeKTax n 0cobeHHOCTAX
Tepanuu, Heo6X0AMMOCTU KOHTPOJIbHBIX 06C/IeJ0BaHNI, BO3MOXKHOW KOppeKL MmN Conpo-
BOAWTENLHOrO SledeHns; o6A3aTeIbHO corniacue nayveHTa Ha niaHupyemoe nedeHuve. Kan-
AVAAT Ha IeYeHne He JOJ/KeH CTpajaTth OT APYroi HEKOMMEHCUPOBAHHOW COMYTCTBYOLW e
natosorun. Npu HeKOMNEHCMPOBAHHOW KapAnanbHOW NaTONOM UM, HeJaBHUX ULLIEeMUYEeCKUX
UM TpoM603MBONNYECKUX HapyLWeHUAX MPUMEHEHME NpenapaToB C aHTUAHTUOTEHHbIM
AEeVCTBMEM COMPAXKEHO C BBICOKUM PUCKOM OC/IOXHEHU. Onyxo/eBblii TPOM603 NMeyeHou-
HbIX BeH 1/nan TpoM603 BeTBe/CTBOIa BOPOTHOW BeHbl He ABNAIOTCA NPOTUBOMNOKa3aHNEM
K cucteMmHom tepanuu MUP.
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Ocoboe BHMMaHWe cneayeT yaeUTb NaynmeHTaM C CONyTCTBYOWel apTepuanbHon
runeptoHunein. Tepanna MyAbTUKUHA3HBIMU MHIMO6UTOpPaMK M 610KaTOpaMuK aHrnMoreHesa
MOXeT 6bITb HaYaTa nNpu yca0BuKU 3¢pGeKTUBHOTO (NoBbieHUe A/l He Bbille | cTeneHu) runo-
TEH3UBHOTO fIe4eHUA. [10APOBHLIN aNrOPUTM KOPPEKLMN TOKCUYECKUX MPOABAEHUI U3NI0KEH
B MHCTPYKLMVM K NpenapaTam.

3.1.4.1. MepBas NUHUA NeKapcTBeHHOM Tepanuu P

B kauecTBe NpeANOYTUTE/IbHO NEPBON IMHUM CUCTEMHON Tepanum y nauyneHTos ¢ ECOG 0-16an-
noB v dyHKuMeit neyeHn CPS 5-6 6annos P pekoMeHayeTca koMbUHaLWA MHrMbUTOpa PD-L1
aTesonm3ymaba B gose 1200 mr n MKA k VEGF 6eBaunsymaba B gose 15 Mr/kr 8/ 1 pa3 B 21 geHb
ANA YNYyYLWeHUs KOHTPOA POCTa OMYXONU U BbIXKMBAEMOCTM NaLneHToB (TabA. 2). KombuHaums
aTe30/13yMaba v 6eBauu3ymaba, Mo AaHHbIM PaHAO0MU3MPOBAHHOMO KAMHNYECKOro UCCe,0BaHMA
Il dpasbl (ImBravel50), NpoAEMOHCTPUPOBaNa CTATUCTUHECKM 3HAYMMOE MPEVNMYLLECTBO NEPes
copaeHn6oM no nokasarento OB (MeauaHa MpOAOIKNTENBLHOCTM )U3HM cocTaBuaa 19,2 1 13,4 mec.
cooTeeTcTBeHHO) M BB (MeanaHa BB coctasnna 6,9 1 4,3 Mec. COOTBETCTBEHHO). OTHOCUTE IbHBIMMU
NPOTMBOMOKa3aHWAMU K Tepanum ABNAIOTCA ay TOMMMYHHbIe 3a60/1eBaHNA, aKTUBHAA KO-UHPeKLMA
HBV n HCV, cocTonBILeeCcs KpOBOTEYEHME NN BbICOKWIA PUCK KPOBOTEYEHUA 13 BAPUMKO3HO-pac-
WMPEHHbIX BEH NULLEBOAA W KeNyAKa.

o AaHHbLIM paHAOMN3NPOBAHHOIO KANHNYeCKOro nccnegosanusa lll passl HIMALAYA,
BbIXKMBaeMocTb naymenTo ¢ ECOG 0-16an1 1 pyHkumeit nevenn CPS 5-6 6annos 6e3 Tpombosa
CTBO/1a BOPOTHOW BeHbl 1 OrpaHn4eHHOM (<50% o6beMa neyeHun) BHyTPUNEYEHOYHOM pac-
npoctpaHeHun I'LIP B nepBoi AvHun uMmMyHoTepanuu aHTu-PD-L1 npenapaTom gypeanymabom
B A03e 1500 MrB/B 1pa3 B 4 Hegenu 6bina He Xywe, 4eM Tepanus copapernéom (OP 0,86; 95,67 %
AW 0,73-1,03). Tepanua AypBanyMaboM TakKe MOXET 6biTb PEKOMEHA0BaHa Npu NpoTUBO-
NOKa3aHUAX K MYNbTUKMHA3HbIM/aHTMOTE€HHBIM UHTMBUTOpaM.

Y NauneHTOB C Ha4a ibHbIMU MPU3HAKaMU AeKOMMeHcaLmum Luppo3sa nedvexn (CPS B, 7-8 6an-
/I0B) UV NPV MPOTMBOMOKA3aHWAX K UCMONb30BAHUIO UHTMEUTOPOB NPOTENHKMHA3/6eBaLu-
3ymaba B KayecTBe a/bTepPHAaTUBbI PEKOMEHAYEeTCA UMMYHOTepanua HUBOYyMaboM ANa ynyu-
WeHWA KOHTPONA POCTa OMYXO/N U BbXKMBAEMOCTW NaLMEHTOB B OHOM 13 PEKOMEH/J0BaHHbIX
pexuMoB nevenus (taba. 2).

B HacToAwee BpeMA HEN3BECTHbI MPeANKTOPbl 3G GeKTUBHOCTU MMMYyHOTepanuu TLP;
ypoBeHb 3Kcnpeccun PD-LT He nMeeT KAMHUYECKOTO 3HaYeHnA. OnuncaHbl Kak cCay4aun NnceBAo-
nporpeccuposanua [P Ha UMMyHOTepanuu, Tak U r’MNepnporpeccun; KaxKAbli pas ciegyet
TuaTe/IbHO aHaN3MPOBATh KAVHUYECKYIO CUTYaL M0 Ha OCHOBAHUU JlaHHbIX 06 beKTUBHOTO
obcnefoBaHMA C MCNO/b30BaHNEM KPUTEpUEB OLLeHKN 3P PEeKTUBHOCTM, pa3paboTaHHbIX
Ans uMMyHoTepanuu (iRECIST). Jleyerue TLIP npoBOAMTCA HEMPEPLIBHO, 40 06BEKTUBHbIX
(KT/MPT) npusHakoB nporpeccMpoBaHus 3a601eBaHNsA, HENEPEHOCUMOW TOKCUYHOCTH
WAV AeKoMneHcaunu umpposa nevyenn. OnTuManbHaa AANTENbHOCTb MMMYyHOTepanuu MLP
HensBecTHa.

HeT AaHHbIX O HEFraTUBHOM BAMAHUM UMMYHOTEPANUMN Ha TeYeHMe LLMPPO3a NevyeHu.
BepoATHOCTb peakTuBaL MM BUPYCHbIX FrenaTUTOB HW3KaA, XOTA B Cly4aaX CEpPONO3UTUB-
Horo (HBsAg+) XpOHMYECKOro BUPYCHOrO renaTnTa B Bcerga Heo6xo41MMa o4HOBpeMeHHan
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NPOTMBOBUPYCHAA Tepanua aHasoraMmn HyKAe03nA0B, KaK MMHMMYM, Ha BCEM NPOTAXKEHNN
NPOTUBOOMYXO/IEBOrO NeYeHUA.

B kayecTBe anbTepHaTMBLI NPU HANMYUM MPOTUBOMNOKA3aHWIA K Ha3HaYeHNIO UMMYHOTEepanum
B NepBON INMHUM NeveHns ILIP pekoMeHAYIOTCA MyAbTUKMHA3Hble UHTM6UTOPbLl — copadeHnd
WU IeHBATMHMGE (Tab. 2), CTaTUCTUYECKM 3HAYMMO YBENUYMBAIOLME BbIXKMBAEMOCTb 60/1b-
HbIX pacnpocTpaHeHHbIM [LIP 1 paBHO3 G dekTHBHbIE (M0 nokasaTeno OB) c UMMyHOTepanuei
npu HeeupycHow atnonorun F'UP. NMpu conoctasnumont OB npun nevernnn NP 3TMmMm npena-
paTaMu YacToTa 06bEKTUBHbIX 3P PekToB U BBl Ha poHe neHBaTUHMOA CYLLECTBEHHO Bhille
no cpaBHeHwto ¢ copadpeHnbom (Mccnegosarme REFLECT).

HauanbHas cyTouHas go3a copapeHnba — 800 Mr; B cayyae umpposa CPS B (7 6an-
N0B), ANA 0CNa6AEHHBIX MaLMEHTOB UM MPY BbIPAXKEHHBIX CONYTCTBYIOWMX 3a60/1eBa-
HUAX — 400 Mr/cyT; Npu y40BAETBOPUTE/IBHON MEPEHOCUMOCTM BO3MOXHA dCKanaLuua 403bl
40800 Mr/cyT. [py pasBUTUM BbIP@XKEHHOM (22 cTeneHm) creundrnyeckoil TOKCUYHOCTH 4033
MOXeT 6bITb CHMKeHa 4o 600/400/200 mr.

JleHBaTUHNG peKOMeHAOBaH NauneHTam ¢ pyHKumMei neverun He xyxe CPS A (6 6an-
Nn08B). L030BbI peXWUM NPUMEHEHUS NeHBAaTUHMGA 3aBUCUT OT MCXOLHOrO BeCa NaumeHTa:
ANA 60NbHBIX C Maccoii Tena=60 Kr 1eyeHne HauMHaeTCca € 403bl 12 M B ;eHb O4HOKPATHO,
ANA NaLMEeHTOB C Maccon<60 Kr — ¢ pa3oBOl CyTOYHOW 403bl 8 MI. [1pn pa3BMUTUM Bbipa-
EHHOM (22 cTeneHmn) cneunPpryeckon TOKCMYHOCTU 403a IGHBATUHMGA CHYIKAETCA Ha 4 Mr,
HO He MeHee 4 Mr/cyT.

3.1.4.2. Bropaau nocaeayiouwmne IMHNN IeKapCTBEHHOro neyeHus N'UP

Bropas anHua Tepanuum FLUP npeacTaBaeHa HECKONbKUMU onumaMK (Taba. 2): MynbTH-
KWHa3HbIMU UHTU6MTOpamu (peropadeHnboM 1 Kabo3aHTUHUE0M, 061aAa0LWUMU AHTUMPO-
NdepaTUBHBIM M aHTUAHTUOTEHHBIM 3G PEKTaMm), UHTMEUTOPOM aHTMOreHe3a paMyLupy-
MaboM 1 610KaToOpaMu KOHTPO/IbHbIX TOYEK UMMYHHOTO HaA30pa (MKA k PD-L1), Bktodan
KOM6WHMPOBaHHYO MMMyHOTepanuto; Bbibop nocaesytolero eyeHns onpejenserca
BapMaHTOM NepBON NNHUMN Tepanuu, ee NepeHOCNMOCTbIO, 06 BEKTUBHBLIM COCTOAHNEM
nayveHTa (He Boiwe ECOG 0-1 6anna), BbIpaXXeHHOCTbIO HapyLIeHWI GYHKLMU NeYeHu.
MOCKO/NIbKY BCe M3BECTHbIE PaHAOMMN3MPOBaHHbIe NaaLebo-KOHTPOANpPYEeMble NCCae/0Ba-
HUA BTOPON-TPeTbel ANHNIA NeveHna pacnpocTpaHeHHoro LP BbinoaHeHbl B monyaaumum
60NbHbLIX, MONyYaBWNX B KayecTBe NepBON INMHUM copadeHnd, Ha CeroAHA HeT JaHHbIX
06 3G PeKTUBHOCTU APYrMX ONLUIA NOCAE UMMYHOTEpPANuUu UaAn neHBaTuHunba. Mostomy
BbI6Op BTOPON-TpPeTbe IMHUI Tepanuu, Kak NpaBuao, ONpejenseTca paHee UCNONb30-
BaHHbIM BapMaHTOM JleyeHuna:

*  noc/je UMMyHOTepanuu paccMaTpUBaAOTCA UHTMOBUTOPBI MPOTEUHKUHA3 copadeHnd
MAN NeHBATMHUG, peropadeHund nam Ka6osaHTUHMG, an pamyumpymab (npv yposHe
AP >400 Hr/mMn 3pdeKTUBHOCTL pamyLMpyMaba nocsie ncnonb3oBaHua 6epaunsymada
HEU3BEeCTHa), a TaKXKe KOMBUHMPOBAHHAA UMMYHOTEpPANUs; NPY 6bICTPOM 06 bEKTUBHOM
nporpeccupoBaHmu (2-3 Kypca) Ha UMMYHOTepanuu KpahHe COMHUTENbHA NO/b3a OT ee
MPOAO/MIKEHNS;
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*  MOC/e UHTMBUTOPOB MPOTENHKMHA3 MOTYT MCMO/Ib30BaTLCA peropadeHn6d, kKabo3aHTUHMG,
pamyuupyMab nam uMMyHoTepanus.

Mpu nporpeccnpoBaHny Ha NeHBaTUHNOE TaKXKe BO3MOXeH nepexoy Ha copadeHund.
Mpu NAoXoW NepeHoCMMOCTH copadeHrba K MOMEHTY OKOHYaHWUA NepBON NMHWUM Tepanum
(<400 Mr/cyT.) peropadern6 nnn pamyLnpymad He NPUMEHAIOTCS.

PeropadeHnb — MynbTUKWHA3HbLIA MHTMEUTOP, peKoMeHA0BaH 60/1bHLIM B YA0BNETBO-
puTenbHoM obuem coctoaHmmn (ECOG 0-16an/1) M Npy KOMNEHCUPOBAHHOM GYHKL MU NeYeHn
(CPS A) npu nporpeccuposaHuu I'LP Ha copadeHunbe (Npu yc0BUM NepeHOCUMOCTH copade-
Huba B 403e2400 Mr/cyT.). HazHaueHue peropadeHnta BOIMOXKHO Yepes 1-2 Hegem nocae
OKOHYaHus npuema copadernba B cTaHAapTHOM pexume (160 Mr/cyT. ogHOKpaTHO B 1-21-1
AeHb, KYpC 4 HEAENU) NN B HaYanbHOW Ao3e 80-120 Mr/cyT. (B 1-21-11 feHb 4-HeAeNbHOTO
LMKAa) NPU HaM4MK GaKTOPOB PUCKA Pa3BUTUA TOKCUYHOCTM (copadenn6 400 Mr/cyT. B aHa-
MHe3se). [1p1 MCNoNb30BaHMM NpenapaTa B Havasle 1eYeHUs B CHUXKEHHOW 403€ B OTCYTCTBUE
TOKCMYHOCTU=2 cTeneHn Yepe3 10-12 gHelt 0T Hayana Kypca onpaBjaHa 3CKanaLuna CyTOYHOM
A03bl 40 CTaHAapTHOM (160 Mr/cyT.). MoCKO/IbKY peropadeHnt UMeeT CXOXWnii ¢ copadeHnbom
nNpoduab TOKCUYHOCTHU, PeKOMeH/AaL UM N0 BeJeHNIo 601bHbIX aHaNOr U4 HbI.

Ka603aHTUHNG — My/NbTUKWHA3HBIA UHTMBUTOP, Ha3HavaeTcA B g4o3e 60 Mr BHYTpb 1 pas
B l€Hb €XEe/JHeBHO //INTe/IbHO NaLMeHTaM B y/J0BNEeTBOPUTENIbLHOM 06LLeM COCTOAHNMN
(ECOG 0-1 6ann) 1 Nnpu KOMNEHcMpoBaHHOM GyHKUMK nedenmn (CPS A). HenepeHoCMMOCTb
copadeHmnba He ABNAGTCA MPOTMBOMOKA3aHMeEM K Ha3HaYeHno kKabo3aHTuHMba. JleveHne npo-
AO/KAIOT A0 TeX MOP, NOKa COXpaHAGTCA KANHMYECKan Noab3a OT Tepanum UaAn 40 pasBUTUA
HenpueMneMon TOKCUYHOCTH. MpY pa3BUTUM HeXenaTe IbHbIX peaKLnil MoxeT noTpe6oBaThCA
CHWeHne f03bl 40 40 nan 20 Mr B eHb BN/IOTb 40 NPeKpalleHna Tepanuu.

Pamyuunpymab — MKA k peuentopy VEGF 2 Tuna HasHayaeTCcs naymeHTaM C YpOBHEM
A®M=400 Hr/mn npu nporpeccupoBaHuu MLUP nan HenepeHocnmocTun Tepanuu copade-
Hu6oMm. MpenapaTt HasHa4vaeTCA NalyMeHTaM B YA0BAETBOPUTENLHOM 06LLEM COCTOAHUM
(ECOG 0-16anna) ¥ Npy KOMNEHCMPOBaHHOW GyHKLUM nedenn (CPS A), y40B1eTBOPUTENBHO
nepeHoCuUBLINM Tepanuto copadernbom (2400 Mr/cyT.), B fo3e 8 MI/Kr B/B Kamable 2 HeAeu
A0 MPOrpeccrpoBaHNA NN HeMePeHOCUMON TOKCUYHOCTK.

MOCKONBKY TOKCUYHOCTb, aCCOLMMPOBAHHAA C NPUMEHEHNEM MYNbTUKNHA3HbLIX MHIN6K-
Topos (anapes, AT, /INC), ABAseTcs 6UOAOTUYECKUM MPEAUKTOPOM NYYLIEN BbIKUBAEMOCTH
NPV YCAOBUM NPOAO/MKEHNA Tepanun, LenecoobpasHo NpeAnpuHATL BCe Mepbl MO KOPpeK-
LM TOKCUYHOCTH, B NePBYIO O4epe/b 3a CYeT CBOEBPEMEHHOIO CHUXEHNA CYTOYHOW A403bl
npenapata. [pu pasBUTUM TOKCUYHOCTU 3-4 CcTeneHN HeobXOANMbI NepepbiB B Npueme
npenapaTaHa 1 HeAeN0 M aKTMBHAA CMMATOMaTHYecKasa Tepanua. Mpu yMeHbWeHNN TOKCHUY-
HOCTU<2 CTeneHu Tepanusa BO306HOBAACTCA B peAyLMPOBAHHOW A03e 1 Ha $pOHe Nog06paHHON
CMMNTOMaTUYeCKO Tepanuu.

B kayecTBe BTOpPOW-TpeTbeil ANHNIA NevyeHna nporpeccupytouero I'UP nan npu He-
NepeHOCUMOCTU Tepanuu MyabTUKUHA3HBIMW UHTMEWTOpPaMu (copadeHubom/ neHBa-
TuHn6oM/peropadpeHnbomM/Kkab603aHTUHMEOM) peKOMEHAYEeTCA UMMyHOTepanua MKA
kK PD1/PD-L1un CTLA4.
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MMMyHOTepanus HUBONYMaboM Ha3HaYaeTCA B OAHOM U3 4O30BbIX peXnMoB (Taba. 2);
nembponunsymabom — no 200 mr 8/8 1 pa3 B 3 HeAenn A0 KAVHMYECKN 3HA4MMOTrO Nporpec-
cupoBaHusa onyxoau (Taéa. 2).

KoMm6uHauus Hueonymaba (1 Mr/kr) u unuaumymaba (3 mr/kr) (tabn. 2) B HepaHAOMMW3U-
poBaHHOM nccnegosaHumn CheckMate-040 npu neveHnmn pedpakTepHoro k copadpeHndy MLP
NMPOAEMOHCTPUPOBA/A BbICOKYIO 3GPeKTUBHOCTD (8% MOMHBIX U 24% YacTUYHbIX 3P deKTa)
npu MegnaHe NPpoAO/MNKUTENbHOCTU XN3HWN 22,8 MeC. M Y0BNETBOPUTENbHON NEPEHOCUMOCTH.

UntoTokcnyeckaa XT FLP ncnonbsyeTtca o4eHb pegKo, N0 MUHAUBUAYaNbHbIM NOKa3aHWAM,
CyulecTBeHHO He BAnAeT Ha OB, xoTA B pAje CiyvyaeB MOXET paccMaTpMBaThCA B KayecTse
NeyebHo onuumy 60nbHbIX TLIP 6e3 uupposa, HanpuMep, npu ®JIK neyeHu, B kKayecTse BTO-
povi-TpeTbel ANHWI Tepanuu. [IPYMEHATCA NAAaTUHOCOAEPKALLME PEXNUMbI B COYETaHMN
creMumntabuHom (Taba. 2). Creayet MOMHUTb O BbICOKOW BEPOATHOCTM CEPbE3HbIX OC/IOKHE-
H1i XT y nauneHToB C CONYTCTBYIOWMM LUPPO3OM NeYeH; NPU NPM3HaKax AeKoMneHcaumm
XT He nokasaHa.

Ta6nuuya 2. PekoMeHzyeMble peXUMbl 1eKapCTBEHHOro Neyenns TLLP.

MepBas MHWA Tepanum

+ arteszonmsyMab 1200 mr B/B+6eBaum3ymab 15 mMr/kr 8/8 1pas B 3 Heaenw aantensHo'

+ copadernd 400 Mrx2 pas/cyT. BHyTpb AIUTENBbHO'

+ copadernb 400 Mrx1 pas/cyT. BHyTpb Npu CPS B7

* N1eHBaTUHMG 8 Mr (npu Macce Tena<60 Kr) 1 pas/cyT. BHYTPb ANNTENbHO!

+ N1eHBaTUHMG 12 Mr (npu Macce Tena=60 Kr) 1 pas/cyT. BHYTpb AUTE/bHO'

+ aypsanyma6b 1500 mr B/B 1 pa3 B 4 Hee/ M ANUTENbHO

+ HuBonymab 3 mr/kr B/ 1 pa3 B 2 Hegenm unm 240 Mr B/8 1 pa3 B 2 Heenm uam 480 mr 8/B 1 pa3 B 4 Hege-
2N AnanTensHo™?

BTOPaiI u nocneayrouime AMHAN Tepanum

+ peropadenn6 160 Mr/cyT. BHYTpb B 1-21-11 AieHb Kaxable 4 Heaenn

+  Kab03aHTUHMG 60 Mr BHYTPb 1 pa3/cyT. AAUTENbHO

+  pamyuupymab 8 mr/kr 8/B 1 pa3 B 2 Heien AMTENbHO

+ copadeHn6 400 Mrx2 pas/cyT BHYTpb A/UTENbHO?

*+  HuBoNyMab 240 Mr B/B 1 pas B 2 Heaem AauTenbHO (am 480 Mr 1 pas B 4 Hepenn)

+ nem6ponnsymab 200 mr B/ 1 pa3 B 3 Hegenn aauTensHo (nam 400 Mr 1 pas B 6 Hegenb)

+ HuBonymab 1 Mr/kr B/B +unuanmymab 3 mr/kr /B 1 pas B 3 Heaenn N2 4, sanee HuBonyMab no 240 mr 1 pa3
B 2 Hegenm nan no 480 mr 1 pa3 B 4 Hejenun AANTeNIbHO

Monn-xumunoTtepanma + remumtabuH 1000 Mr/m2s/B B 1-i 1 8-i1 AHK
+ uucnnatuH 25 Mr/m? /B B 1-i 1 8-11 gHK
Kaxable 3 Hegenu

+ remMumtabuH 1000 Mr/m?B/B B 1-i 1 15-11 AHK
+ okcanunnatvH 85 Mr/m2 /B B 1-1 1 15-11 gHK
Kaxgple 4 Hegenm

T Mosxem NpuUMeHAMbCA BO BmOPOUﬂUHUUﬂeHeHUﬂ.

2 [lpu npomusonokasaHusix K copageHuby, neHsamuHuby, 6esayuzymaby, yuppose CPS 5-7 6annos.

3 [lpunpozpeccuposaHuu Ha neHBamuHube 8 nepsoii AUHUU mepanuu.
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3.1.4.3. Nporpeccupopanue N'UP nocne OTN

MeTogom Bbibopa npu onnronporpeccupoBaHum NP nocne OTI ABaseTcA ncnonb3oBsa-
HMe IOKaNbHbIX METOA0B IeYeHNA, BK/IKOYaA XUPYPruyecKoe, 1y4eBoe 1 MHTePBEHLMOHHOE.
MeTozbl MOTYT COYETaThCA C CMCTEMHOW MPOTMBOOMYXO0NEBOMN Tepannein MyabTUKMHA3HbIMK
MHrMBUTOpPaMM NPOTENHKUHA3 AW paMyLMpyMabom. Tepanna MybTUKMHA3HLIMUA UHTMBNTO-
pamun Ha oHe HeOH6XOAMMOIN NOCTOAHHOW UMMYHOCYNPECCUBHON Tepanumn CoONpoBoXAaeTca
6onee BbIpaeHHOM TOKCUYHOCTbIO: copadeHnb HasHayaeTcA B HaYanbHoOM ose — 400 mMr/cyT,
NP1 yA0BNETBOPUTEbHON NEPEHOCMMOCTM BO3MOXHA 3CKanauma 4o3bl 40 600-800 mr/cyT.
MepeHOCMMOCTb IeHBaTUHMGA B 3TOV rpynne 60/1bHbIX U3yYeHa HeJOCTaTOYHO; PeKOMEHAY-
eTCA HaYMHaTb Tepanuio C 403bl 8 Mr/cyT., NPy XOpollei NepeHOCUMOCTM IeYEHUA B Teye-
Hue 10-14 gHell fo3a MoxeT BbITb yBennyeHa Ao 12 mr/cyT. PeropadeHnd n kabosaHTUHMG
MCMNOAb3YIOTCA B KayeCTBe ONUMIA Tepanun BTOPON-TPeTbell IMHUN; A030BbIA PEXUM MO -
6rpaeTca Cc y4eToM TOKCMYHOCTM NpeALWecTByolLero Ae4eHuna. MIMMyHoTepanua B 1e4eHmnn
F'LIP, nporpeccupytowero nocae TpaHcnAaHTaUUN NeYeHN, CONpAXKeHa C KpaiiHe BbICOKUM
PVCKOM OTTOPXEHMA TPaHCNAaHTaTa v He UCNO/b3yeTCHA.

3.2. ®JIK neyeHu

Neyenne ®JIK neyeHu, BCTpeyatolleinca, Kak NpaBunIo, y MoaoAbIX 601bHbIX 63 GOHOBOWA
naTo/NorNM NeYeHn, npeAcTasnneT ocobyto NpobaeMy B CBA3N C OTCYTCTBMEM Ba/IMANPOBAHHbIX
A0Ka3aTenbCTB 3PpPEeKTUBHOCTU U3BECTHBIX MeTO0B edeHnA. K MONeKYNAPHbBIM HapYLEHNAM,
NlexalyunM B 0CHoBe oHKoreHesa ®JIK neyenu (TpaHcnokauuu DNAJBT-PRKCA u CAMTAT-WWTRT)
HeT HanpaB/eHHON Tepanuu.

Mpu KT (MPT) ®JIK neyeHu, Kak NpaBum/io, 0TO6paxaeTcs B BUAE KPYMHOro, XOPOLWO
OTrpaHM4YEHHOro OMyX0/1eBOr0 y3/1a C LeHTpanbHbiM py6LoM. KOHTpacTupoBaHue onyxonu
OTMeYaeTCa B apTepuasbHyI0 NN PaHHIO BEHO3HYIO $pa3y C NOC/NeAYHOUWMM BbiMbIBAHNEM
B OTCPOYeHHYIo pasy uccnesosaHus.

OcHoBHo MeTog neveHuns GJIK —xupypruyeckuii (Bkatouas TpaHCNAAHTALMIO NeYeHU), 4acTo
BbIMNONHAIOTCA LUTOPEAYKTUBHbIE ONepaL M No yAaeHNo NepBUYHON OMYXOAN U CONUTaPHBIX
BHeMeYeHOYHbIX METacTa30B; BEPOATHOCTb peLinanBa 601e3HM 04eHb BbICOKA; 3G PeKTUBHbIX
BAapMaHTOB ablOBAaHTHOrO nevyeHuna HeT. [pn onmromMeTacTtaTM4eCKOM NpoOrpeccupoBaHmm
MOXeT pacCMaTpMBaThCA UNTOPEAYKTUBHOE XMPYPruyecKoe neveHue.

3P PeKTUBHOCTb XMMNOIMO0IM3AL MM HEU3BECTHA.

NT B page cnyyaesB no3sonAeT 3pPpeKTUBHO KOHTPOIMPOBAThL NI0OKa/IbHbIe MpoABAe-
HUA/ocnoxHeHnsa onyxonesoro npouecca. CucteMHoe nevyeHne metactatuyeckon GJIK
B OTCYTCTBME JaHHbIX PAHAOMMN3NPOBaHHbBIX KNMHNYECKUX NCCAeA0BaHNIN NpoBOAMTCA
C ucnosnb3oBaHneM copadpeHunba, peropadernda, neHBaTUHNGA, ULUTOTOKCUYECKON MOAN-
XMMNOTEpanun Ha OCHOBE MAATUHOBbIX PEXMUMOB B COYETAaHUN C reMUMTabuHOM, JOKCOpY-
6MLUMHOM, KaneunTabnHoM.

®JIK, kKak NpaBWaO, MasIO4yBCTBUTE/IbHA K TEPannn MHIMOMTOPaMU KOHTPONbHbIX TOYEK
MUMMYHHOTO HaA3opa (aHTu-PD-1/L1), xoTs onucaHbl HabNOAEHNA 3GPEKTUBHOCTH MOHO-
MMMYyHOTepanuu aHTu-PD-1L1 MHrM6UTOpPOM U KOMbBUHaLMK uNuarMyMaba n HUBoyMaba.
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4. ONYXOJIN XXENYEBbIBOAALLENA CUCTEMbI

4.1. KogauposaHue no MKB-10

MaToMopdosornyeckme xapakTEPUCTUKN OMyXOael XKenyeBblBOAALEN CUCTEMBI NPU-
Be/leHbl B NpuA. 2.
3/10KayecTBEHHOE HOBOOBpa3oBaHme ea4Horo nyssips (C23)

c23 3/0Ka4yecTBEHHOE HOBOOGPa30OBaHME XeHHOr O Ny3bIps

C24 3/710KavyecTBEHHOE HOBOOHPA30OBaHMeE APYTUX U HEYTOYHEHHbIX YacTel
XKenuyeBblBOAAWMX NyTeW

C24.0 3n0KavyecTBeHHOe HOBOO6pa3oBaHMe BHEMEYEHOYHOMO e AYHOro Npo-
TOKa, e/NYHOro NpoToKa uau npoxoAa b/lY, obliero )ea4Horo npoToka,
My3blpHOrO MPOTOKA, NEYEHOYHOr O NPOTOKa

C24.1 3nokayecTBeHHOe HOBOOGpa3oBaHWe aMny/ibl aTepoBa COCOYKA

C24.8 3n0KayecTBEHHOE HOBOOGPaA30BaHME XKeNYHbIX MyTen, BbIXxoasAlee 3a npe-
Aenbl ofHON 1 6osee BblleyKa3aHHbIX 10KaAU3aL Ui, 3/10Ka4YeCcTBEHHOe
HoBoO6pa3oBaHMe, 3axBaThiBatollee BHYTPMUMNEYEHOYHbIe M BHEMEYEHOY -
Hbl€ XKe/NYHble MPOTOKM, 3/I0Ka4YeCTBEHHOE HOBOOGPa3oBaHMe KeNUYHbIX
nyTel, KOTOPOe Mo MeCTy BOSHUKHOBEHMWA He MOXeT BbITb OTHECEHO
HV K ogHOI 13 pybpuk C22.0-C24.1

C24.9 350Ka4yeCTBEHHOE HOBOOGPA30BAHME XKEUYHbIX MYTeN HeYyTOYHEHHOe

Pak 6unmapHoro TpakTa — 3TO rpynna onyxosew, pa3sBnBatoLWNXCA U3 3NUTENA BHYTPU-
1 BHEMEYEHOYHbIX XENYHbIX MPOTOKOB (XO/IaHTMOKAPLMHOMBI), @ TAKXKE HEHHOTO My3blps.
TepMUH x0NaHrMOKapLuMHOMa NojpasyMeBaeT TPy TUMa OMyXoei C pa3sNnyHbiMK pakTopamm
pUCKa, CBOMCTBaMM M Ne4ebHbIMW NOAXO0AaMN — 3TO PaK XeNYHOTO Ny3bIpA, BHYTPUNeYeHOoYHas
XONaHIMOKApLMHOMA M BHEMNEYEHOYHAN XONaHTMOKapLMHOMA (MOpaXKeHe HeNUHbIX TPOTOKOB
BOPOT MeYeHn — onyxob KnauKkunHa, OTHOCUTCA K ONYX0NAM BHEMEYEHOYHOI I0KaAn3aLmm).
BHyTpuneyeHo4yHas xonaHrmokapumnHoma n ee sapuaHtel — K XK v HegndpepeHumposaHHbIii
pak aHaToMmyeckn oTHocAaTcA K [PI1, a neyebHbIe NOAXOALI COBMAAAOT C TAKOBLIMU NPY paKe
HeN4eBblBOAALLEN CUCTEMbI.

B CBA3M CO CIOXHOCTbIO AMArHOCTUKN JaHHOTO THMa ONyxoneit, 0cobeHHOCTAMMU
MOP$ONOrnYeCKNX XapaKTEPUCTUK, C6Opa U OLEHKMN 3NUAEMUONOTUHECKMX AaHHbIX, TOY-
Haf CTaTUCTMKa KaK MO MCTUHHOW pacnpocTpaHeHHOCTM 3a60neBaHuUA, TaK 1 No pacnpe-
AeNneHunto onyxonei B npeAenax 6ManapHoro TpakTa OTCYTCTBYeT UMW CUABHO Pa3HUTCA.
CynTaeTcs, 4YTO Ha ONyXoau 6UAMapHOro TpakTa NpMUxoaMTCa okono 3% Bcex onyxosen
XKT. BHyTpne4yeHO4YHble XONaHITMOKapLMHOMbI COCTaBAAT 0Ko10 10% cnyvaes paka
eN4YHbIX MPOTOKOB, Ha onyxonb Knaukuna npuxoamntca 50% caydaes, Ha ONyXonm Auc-
TanbHOM nokanmsaumm — 40%.

Ana cTagnpoBaHuna paka 6UNMapHO cucTeMbl NpUMeHAeTCa 8- pejakuna knaccuduka-
umn TNM AJCC/UICC (uicc.org/resources/tnm) (npua. 3). s BbI60pa ONTUMaNbHOM TAKTUKM
NeyeHnA HeMasl0BaXHbIM ABNAETCA TOYHOE pa3zeneHne 3a601eBaHNA Ha MeCTHOpacnpocTpa-
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HEHHbI NPOLLECC C NOPaXKeHNEM PerMoHapHbLIX MMMPOY3/10B UM BOBAeYeHNe NMMPOY3NOB,
OTHOCAWNXCA K OTAA/IeHHbIM MeTaCTa3aM.

K pernoHapHbiM iMMdaTU4eCKNM y31aM NPpU BHYTPUMNEYEHOYHbIX XO1aHT MOKapLMHOMax
NleBOWi AONM NEYeHN OTHOCATCA IMMPOY3/1bl BAONb FrenaToAyoseHanbHoM CBA3KM (Y316l BAOb
0614ero }en4HOro NPOTOKA, MEYEHOYHOM apTepum, BOPOTHOM BEHbI U MY3bIPHOTO NPOTOKA),
nmmbaTnYecKune y3nbl BAOb MEYEHOYHO-KeNAYA04HON CBA3KM, a TaKKe HKHMe gnadpar-
MasbHble y3/1bl (KaK YaCTHbI BApUaHT MeTacTasnMpoBaHus).

[pn BHYTpMNe4YeHOYHOW XONaHTMOKapPLMHOMe NpaBo 40N NeYeHN 1 ONyXOoNax
XEeNHHOTO NMy3biPpA K PErnoHapHbIM OTHOCATCA AMMbaTUYeCKMe y3/bl BAOAbL renato-
AYOAeHaNbHON CBA3KMW, a TaKKe OKO/0/BeHaALaTUNEPCTHbIE U NepunaHKkpeaTuyieckme
nmmbaTnyeckue ysnbl.

Ana Bcex BHYTPUMNEYEHOYHbIX XOAHTMOKapLMHOM OTAaN€HHbIM CHMTaeTCA MeTa-
CTasnpoBaHWe B YpeBHbIe, MapaaopTaNbHble MW NapaKkaBaibHble AUMpaTUYECKME Y3 /bl
TUNUYHBIMMK y4aCTKaMn OTAA/I€EHHOIO pacnpoCcTpaHeHUA ABAAKTCA BHYTpUNe4YeHOYHble
oyaru (KoTopble KnaccUULUPYOTCA B KaTeropum T Kak MHOXKECTBEHHbIE OMYX0/K),
a TaKxe nopaeHue 6pIOWNHbLI U 4anee B NopAjgKe yObIBaHWA NO 4acTOTe BCTPEYaeMoCTyh
KOCTW, Nerkue n naespa.

Onyxonun BOPOT neveHun (onyxonu KnaluKuHa) XxapakTepusyoTcs CKAOHHOCTbIO K BHY-
TPMNEYEHOYHOMY BHYTPUMPOTOKOBOMY MOPaXEHMIO, @ TaKKe pacnpoCcTpaHeHMWo No nepu-
HeBpa/JibHbIM N NePUAYKTAaNbHbIM ﬂMMq}aTVIHeCKI/IM KaHanaMm. K pernoHapHbIM OTHOCATCA
NMMdaTnyecKne y3abl BOPOT NeYeHU, BAO/b MY3bIPHOrO 1 06LLero Xea4Horo NpoToKoB,
BOPOTHOW BEHbI, NeYEHOYHOW apTepuni, a TaKxKe 3a/H1e NaHKpeaToAyoAeHasbHble IMMPOY3/bl.
MeTacTasbl B iMMpaTUYECKMUX Y31aX, PACNONOXKEHHBIX AUCTaslbHee renaToAyo/eHanbHom
CBA3KMW, KNAacCMPUUMPYIOTCA KaK OTAasNeHHble MeTacTasbl. Hanbonee pacnpocTpaHeHHbIM
ABNAETCA MeTaCTa3MpoBaHMe B NapPeHXUMY NeYeHu, TOr/a Kak NopaxeHune 6pIoWnHbI, Nerkux,
rO/JIOBHOIO MO3ra M KOCTe ABAAETCA MeHee XapaKTepPHbIM.

K pernoHanbHbiM NMM$OY3NaM AUCTaNbHBIX BHEMEYEHOYHbIX XONaHTMOKaPLMHOM OTHOCATCA
Te Xe 30Hbl, YTO 1 NPU NPOTOKOBOI KapLMHOME FONOBKM MNOAMKENYAO0UHOM Xenesbl, TO ecTb
NnMaTHYeCcKme y3/1bl BAO/b 06LLero }en4Horo npoToka, obuieit ne4eHOYHON apTepun, BOPOT-
HOV BeHbl, Nepe/iHNe 1 3a/iHVe NaHKpeaToAYO/AeHa bHbIe Y3/1bl U IUMbaTNYECKME Y3/1bl, Pacno-
NOXEHHbIe CNpaBa W BAO0/b BepHel 6pbixeeyHO apTepum. InCTanbHble XONaHM OKapLMHOMbI
XapaKTepU3yTCA CKAOHHOCTbIO K MHBA3MUN COCEAHUX CTPYKTYP, TAKUX KaK Nogxenys04Has
Kenesa, ABeHaALaTUNEPCTHAA KNLLIKA, XKeNy/A0K, TOACTaA KUIWKa U canbHuK. OTaaneHHoe
MeTacTasnMpoBaHue Yalle NPONCXOAUT B NeYeHb, Nerkne n 6poWnHY.

4.2. TucTonornyeckas knaccupukayma onyxonemn
6unnapHom cucTemsl

MaToMopdonormyeckne xapakTepMCTUKM OCHOBHbIX BU0B OMyX0/1ei 6UnnapHoi cuctemsl
(BO3, 2019 r.) npuBeaeHbl B Npu. 2.

Bonee 90% onyxosiei )enuHbIX NyTen — 3sNUTeANaNbHbIe ajeHOoKapLMHOMbI. BcTpeyatoTca
TaKe N1eoMOpHbIe, TMFaHTOKAEeTOYHbIE, aAeHOCKBAMO3HbIE U KONJIOMAHbIE KaPLMHOMbI.
JApyrvie TUMbl, TakMe Kak NJA0CKOKNETOYHbIN, MeIKOKAeTOYHbINA pak, CapKOMbl U IUMBOMBI
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BCTPEYAIOTCA KpalHe peaKo (MeHee 5% caydaes). [0 MOPOIOrMYECKUM NPU3HAKAM aeHO-
KapLMHOMbI XeN4HbIX NyTel pa3jenatoT Ha TpU Tuna:

*  CKNepo3MpYIoLWNiA (CKUPPO3HBIiT) NPpeACTaBARET COBOM TUM OMYXO/IN C BbICOKUM YPOBHEM
fieCcMoNnacTUYeCKON peaKLmn, 4acTo MaHubecTnpyowmnin AMdGPpysHeiM yToWeHneM
npoToKoB 6e3 pOPMMPOBAHUA OYEPUYEHHOWN OMYX0NeBO MacChl; Yalye pa3BMBaeTCA
BO BHEMeYEHOUHbIX Xe/YHbIX MPOTOKaX, XapaKTepu3yeTca CNOXKHOCTLIO BepuduKaLmum
M HWU3KOW pe3eKTabesIbHOCTbIO;

*  HOAYANAPHbINA Yalle POPMUPYeTCA B BUAE Y310BOIO LMPKYNAPHOro 06pa3oBaHmna, Cyxu-
BaloLWero NpoOTOK; XapaKTepn3yeTcA BbICOKUMU MHBA3UBHLIMU CBOMCTBAMU N HU3KOWM
pe3ekTabesbHOCTbIO;

©  ManuAnspHbIi (MONMMOUAHbIN) NpeacTaBiseT co60i BbICOKOANGDEPEHLMPOBAHHYIO
aZleHOKapLMHOMY B BU/e NONMMNONAHOTO 06pa3oBaHmMA B MPOCBETE XeNYHOro NPOTOKa,
npuBoAALLero K 6uanapHoi o6CTPYKLMUM, C MUHUMaNbHON UHBa3WE N OTCYTCTBUEM
AEeCMOoNAacTUYeCKON peakLnn; AaHHbIA TUM ONYXO/N XapaKTepu3yeTca paHHel MaHu-
decTaumeit n BbICOKON pe3eKTabeslbHOCTbIO.

Hepeako npu xonaHrnokapuymHoMax NpouCXoAnT GpopMMpoOBaHME MeTaCcTaTUYECKUX
Yy3/710B-CaTeNINTOB C ANCCEMUHALIMEN MO XKeNYHbIM NPOTOKaM. [TopaxeHne perMoHapHbIxX
NMMPATUYECKUX Y3/10B U NepUHeBpanbHas MHBA3MA Yalye BCTpeyaeTca npu onyxonsx Knau-
KWUHa U AUCTaNbHbIX KENUHbIX My TeW.

4.3. AnarHocTukKa

4.3.1. OcHOBHbIE NPUHL UMDl ANAarHOCTUKMN

OcHoBoli gnarHosa 6uanapHoro paka ABnseTca MOpPoNormyeckoe nccaegosanue. buoncuma
obs3aTesbHa ANA NOATBEPKAEHWUA ANarHo3a Npy 0TKase OT XMPYPruyecKoro BMellaTeNbCTBa
unaaHupyemoit JIT uau XT, a Take B Cy4asx COMHUTENbHOM NPUPOAbI CTPUKTYP (Hanpumep,
XVUpYpruyeckune BMellaTeNbCTBa Ha MPOTOKaX B aHaMHe3e, MepPBUYHbINA CKAepPO3VPYIOLLUIA
XONAHTUT, KAMHW XXeNYHbIX MPOTOKOB U T. 4.). Mopdonoruyeckas Bepudukaums He o6s3aTenbHa
MpU NAAHUPYEMOM XMPYPrUYECKOM Sie4eHn M. PelleHre O BbINOHEHWUM Buoncum uamn oboc-
HOBAHHOM OTKa3e OT €€ BbIMOJHEHUA JO/MKHO MPUHUMATBLCA Ha MYAbTUANCLUNANHAPHOM
OHKO/IOrMYeCKOM KOHCUANYMeE.

B xoze npoBeseHna 06caes0BaHNA NPUMEHAIOTCA:

+ cbopkanob n aHaMHesa;

+  BpayvebHbIll oCcMOTp, onpejeneHune obulero coctoanma no ECOG, obwekanHunyeckoe
obcnenoBaHue;

+ nabopaTopHas AMarHOCTUKa: KAMHUYECKMIA 1 BUOXMMUYECKNIA aHaNU3bl KPOBU, onpe-
AeneHve oHkoMapkepos CA19-9, POA, ADM (4715 BHYTPUNEYEHOUYHOrO NOpaxeHus);
cnepyeT yuuTeiBaTh, 4To ypoBeHb CA19-9 nosbiwaetca npu 6uanapHoi o6CcTpyKunm,
renatuTax, xoneanTnase, Mykosucumaose n Ap. B yCnoBMAX MEXaHUYECKON KeNTyxm
uenecoobpasHo onpegenatb ypoBeHb CA19-9 nocne ee KynupoBaHus;

+  MPT ckoHTpacTuposaHuem n MPXIIT;
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+ KT rpyaHON KneTKku, 6PIOWHOM NOOCTM M MANIOro Tasa C B/B KOHTPacTUpPOBaHUEM;

+  AvarHocTMyeckas NanapoCKOMunA; B CBA3M C BbICOKOW 4acTOTON NepUTOHeaNbHOro MeTa-
CTasnMpoBaHMA 3TOT MeTO/ NO3BO/IAET OTKa3aTbCA OT HeoNpaBjaHHOW nanapoToMunm
y TpeTu 60nbHbIX, y KOTOpbIX N0 pesyabTatam MPT/KT/M3T/KT npouecc npescrasnaeTca
pesekTabesnbHbIM;

+  ¥Y3M nedyeHn o6nafaeT BLICOKON YYBCTBUTEIbHOCTBIO B BbIABEHWUMN PACIUMPEHNA KeNy-
HbIX MPOTOKOB 1 OMpe/esieHn ypoBHA 06CTpyKLUY;

+ DHAO0-Y3M 1 3PXMI — no nokasaHWAM; JONONHUTENbHO K BU3ya/iM3aLumM NaToNOrn4yecKom
30HbI NO3BONIAIOT BLIMOIHUTH TOHKOUTONbHY0 6oncuio nau bpaw-6uoncuio gna Mopdo-
noruyeckoi BepmdurKaLmm onyxonu; Npm HegoctatoyHon nnpopmatmeHocTn IPXMI Bo3-
MOXHO BbIMOJIHEHWE XONAHTMOCKOMUM (419 NPAMOI BU3yann3aLum XKea4HOro NpoToKa)
n6uoncun. B Tex cayvasnx, Korga onyxoneBoe nopaxeHune HeJOCTYMHO SHAOCKONNYECKH,
pekoMeHayeTca BbinonHeHne Y4XT;

+  T3T/KT — no nokasaHunaM; no3BonfeT NAeHTUGNLMPOBATL OTHOCUTE/IbHO HeboblINe
(Ao 1 cM) y3noBble opMbl XonaHrMokapumnHoM. Mpu 3tom MIT/KT obnagaet HU3KOM
YYBCTBUTENLHOCTbLIO ANA ANAarHOCTUKN CKAEPO3UPYOWNX/ UHPUABTPATUBHLIX POPM
onyxonen xenyHoix npoTokos. M3T/KT, He yny4ywan cTagnpoBaHue No pacnpocTpaHeH-
HOCTU NepBuYHOM onyxoau (T), NPUMepHO y YeTBEPTU NALNEHTOB NO3BOIAET U3MEHNUTD
cTaavio 3a6oneBaHNA 3a CYET BbIABNEHNA OTAaNEHHbIX MeTacTas30B U n3bexaTb TakuM
o6pa3oM HeonpaBAaHHOMN XMPYpPrun. He aBnfeTcs afeKBaTHOM 3aMeHOMN AnarHocTuye-
CKOW nanapockonuu.

4.3.2. Oco6eHHOCTU AMArHOCTUKN
BHeNne4YeHOYHbIX XO/1laHTMOKapPLMHOM

AnarHocTn4eCcKnini MONCK NPU NOAO3PEHUM Ha PaK Xe4YHbIX NyTen caeayeT HaynHaThb
npu 6unnapHoi 06CTPYKLUNM (HanpuUMep, KeNTYXe, U3MEHEHWNM NMeYeHOYHbIX MOKa3aTenel
X0NecTaTUYyeCKUX CBOWCTB, paClIMPeHUN NPOTOKOB MPU MHCTPYMEHTabHbIX MCCNeA0-
BaHWAX) B OTCYTCTBUE ee aNbTePHATUBHOrO 06BACHEHWA, HaNpKUMep, X01e40X0NNTHa3a
WAV NaTON0rMYeCcKoro o6pasoBaHnA FONOBKN NOAXENYA04YHON Henesbl. [1pn BbiIABAEHUM
6eccMMNTOMHBIX Y3/10BbIX 06pa30BaHNil B MeYeHW B NepBYI0 o4epeab CneAyeT UCKNOUYNUTD
MeTacTasbl OMyX0/eil pYyrux OpraHoB, a Takxe fo6poKayecTBeHHbIe M Napa3nTapHble
o6pa3oBaHMA NeyYeHn. BHYyTpUneYeHOYHYO XONlaHTMOKapPLUMHOMY CleyeT UCKAOYaTb
y NauyMeHTOB C M30IMPOBaAHHbLIMU 06pPa30BaHMAMY NEeYEHU, BbIABNEHHbIMU NPU UHCTPY-
MEHTaNbHbIX METOAAX NPU HOpMasbHOM yposHe A®T, PIA n CA19-9 (npua. 6). MocKkobKy
K paKTopam pucKa pa3BUTUA BHYTPUMEYEHOYHOW XONaHTMOKaPLMHOMbI, TOMUMO BUPYCHbIX
renatntos B CmnepBnYHOro CKAEPO3MPYIOLWEro X0NaHrnTa, OTHOCMTCA LMPPO3 MeYeHHn,
o6pa3oBaHus, BbIfiBleHHbIe HA POHe LMPpO3a NeveHu, cieayeT AnPPepeHLMpoBaThL MEXAY
F'LLP, xonaHrnokapuuHomow u kI XK.

Mpu KT (MPT) xapaKkTepHbIMU NPU3HAKAMU BHYTPUMNEYEHOYHOW XONaHTMOKAPLUHOMbI
ABNAIOTCA Nepupeprnyeckoe KoNbLeBUAHOE YCUAEHME ONYXONUN B apTepranbHyo U BEHO3HYIO
dasbl c nocneayoWMUM LeHTPUNETaNbHbIM YCUIEHMEM K OTCPOYEHHOW pase nccaejoBaHmns.
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B pAje cnyyaeB MOryT BCTPeUaTbCA BKAOYEHWUA KalbLMHALUM M BTSXKEHUE KanCy bl NeYeHu,
CMEXHOI C ONyX0blo.

4.3.3. Oco6eHHOCTM ANArHOCTUKM paKa XKeNYHOro nysbips

MauneHThl C paHHUM PaKOM Xe4YHOro Nys3bipA B 60AbWMHCTBE Cly4aeB MMeKT Hecne-
unpuyeckme CUMNTOMBI, CXOXMNe C XONeuMCcTUTOM. [1o4Tn B NONIOBUHE CAyYaeB AnarHos
yCTaHaB/AMBaeTCA CAyYaihlHO B X0Ae/Nocne XONeLMCTIKTOMUN, BLIMOJIHAEMOW N0 NOBOAY
pobpokayecTBeHHoro 3abonesaHuna. [py NOAO3PEHNMN Ha PaK KENYHOTO Ny3bIPA U NAaHN-
pPyeMOM XMPYPruyecKoM sie4eHnn npejonepaLmoHHoe ob6caeaoBaHne JOKHO BKAOYATh
B ce6a MPXIMI ana andPepeHUNPOBKM 310Ka4eCTBEHHOTO M 406pOKayeCTBEHHOrO MopaxeHua
XeN4YHOro ny3sbipa, a Takxe KT ¢ B/B KOHTpacTMpOBaHMeM 1A ONpejeneHna pacnpocTpa-
HeHHOCTU 3a60/1eBaHmA.

K daKkTOpaM prcKa paka )ea4HOro ny3blpsa OTHOCATCA KeAYHOKaMeHHas 6one3Hb (puck
MOBbIWAETCA NO MEPE YBE/IMYEHNA pa3Mepa KaMHell U AIMTEIbHOCTH XONeNTINA3a), NOAUMbI
eNYHOro ny3seipa 6onee 1cM B AnMaMeTpe, KasbLMHaLMA OpraHa, NepBUYHbI CKAEPO3UpYIo-
wuit xonaHruT. K naymeHTam, nmetowmm GpakTopbl pucKa pasBUTHA paKa Xea4HOoro nyssips,
TpebyeTca andpdepeHUNpOBaHHbIN NOAX0A. OYaroBbie M3MEHEHNA KEAYHOTO Ny3bipA pas-
MepoM 6osee 20 MM CnejyeT NCXOAHO paccMaTpMBaTh Kak 3/10KaYecTBeHHble, 06cnes0BaTh
M N1e4nTb MO NpOrpaMMe Ae4eHna paka Xea4Horo ny3sbipa. PerynapHoe soinosiHeHne Y3U
PeKOMEH/A0BaHO MpU MOAUMNAX XKENYHOrOo Ny3bipA pasMepom 6-9 MM Kaxjble 6 MeC. B Teye-
Hue 1rofa, fanee —eXeroAHo C XMPYpPru4eckuM e4eHneM B CyHae yBeandeHna ux pasmMepos
(80 10-20 MM).

4.3.4. Oco6eHHOCTU ANArHOCTUKMN renaToxo/laHrMoKapLUOHMbI

lenaToxonaHruokapumHoma (KIXK) — pegkuit BapmaHT MNP (2-5%), KOTOpPbIN Xapak-
TepU3yeTCca Ha/MYNEM B OJHOW OMYXO/N NeYeHun 4BYX Mopposornyecknx cTpyktyp — M'LP
M BHYTPUMNEYEHOYHOI XONaHTMOKapLUUHOMbI. PaKTOPbl pUCKa — XPOHUYECKME BUPYCHbIe
renaTuTbl, ynoTpebaeHue ankorona v unppos. CnekTp MONEKYNAPHbIX MPOOHKOTeHHbIX
HapyLleHWUi BKAOYaeT B cebs reHeTUYeCKUe HapylleHns, Habatogaembie npu TLP (MyTayum
CTNNBIT, TP53, npoMmoyTepHo 30Hbl TERT, AXIN1, KMT2D, ARID7A) N XONaHTNOKaPLUHOMbI
(MyTauum PBRMT, BAPT, KRAS, IDHT n MyTauun/TpaHcaokaumnm FGFR2) ¢ BbICOKOM BHYTpU-
OMYXO0NEeBON reTeporeHHOCTbIO.

/JnarHos ocHoBaH Ha rMCTONIOrNYeCKOM uccaegoBanmmn buontata, NMX nccnegosanue
He o6A3aTeNIbHO, HO MOXeT 6bITb MONE3HbLIM ANA 6onee AeTanbHON XapakTepucTuku NPT
(HepPar1, AFP u glypican 3); mapkepsl xonaHrunouutos (CK19, CK7) 1 «CTBONIOBbIE» MApKepbI
(EpCAM, CK19, CD133). YyscTBUTENIbHOCTL 6UONCUM Npu KT XK Ha goonepauuoHHOM 3Tarne
cocTaBnAeT 48% npn 100% cneunduyHocTu.

MHoraa oTMe4yaeMoe HecoBnajeHMe Mexy PeHTreHON0rMYeCKO KapTUHON U npoduaem
3KCMPECCHM ONyX0/eBbIX MapKepOB (peHTreHoN0rnYecKue npusHaku NP npu noebiweHnm
yposHa CA19-9 nan runoBackynapHble Ha U306paxKeHNN BHYTpUNeYeHOYHble Y3/1bl, KOTO-
pble MOTYT 6bITb PaCLieHEeHbl KaK BHY TPUMEYEHOYHANA XONaHTMOKaPLUHOMA) NPY BbICOKOM
ypoBHe ADI MOryT HaTONKHYTb Ha Mbic/b 0 K[ XK. CbiIBOpPOTOYHble 6MOMapKepbl camMu
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no ce6e He MOTryT paccMaTpMBaTbCA Kak NoATBepxaeHue agnarHosa kI XK: nosbiweHne
yposHa CA19-9 n ADT1 B nna3mMe KpPOBM OTMeYaeTCA TONbKO B 45% cnyyaes npu orpaHu-
YeHHOW cneunpryHOCTH.

lMcTonornyeckoe nccnegoBaHme octaeTca cTaHAapTom gnarnoctuku kI XK, Ho pagno-
NOTUYeCKoe NccaefoBaHMe MOXeT BbITh CyL|eCTBEHHbIM NOACNOpbeM. Knaccuyeckune npusHaku
LP (KoHTpacTupoBaHue B apTepranbHyo Gpasy 1 NocaeAytolee «BbIMbIBAHUE) BbISBASIOTCS
npwu kXK ganeko He Bcerga. Mpu ncnonbsoanum LI-RADS yacToTa owmnb0o4HOro AnarHosa
FUP Tam, rae no3gHee noaTBepxaanca gnarHos kI XK, coctaenset ot 26 a0 54% cayyaes.
CoyeTaHue pagnMonorMyeckux npusHakos NP 1 xonaHrnokapumMHoMsl (pagnonoruyeckme
NPpM3HaKM BHYTPUNEYEHOYHOWM X01aHT MOKapLMHOMbI C MHBa3Wel B CUCTEMY BOPOTHOW BeHbl
nnu BbiABneHKe ['LIP c paclumpeHneM BHY TPUNEYEHOUHbIX XKeAYHBIX TPOTOKOB UM YBENYEHHbIX
MM OY3/I0B) MOXKET MOMOUb B 4UArHOCTUKE.

4.4. JleyeHne paKa xenyeBblBogaLLeil CUCTEMbI

4.4.1. Pe3eKkTabenbHbI pak 6unMapHoro Tpakra
4.4.1.1. Xupypruuyeckoe neyeHue

Onepauyuna ocTaeTca fMHCTBEHHbIM METOA0M, CNOCO6HbIM 13/1e4nTh NalMeHTa C pe3eK-
TabenbHOM onyxosbio 6unnapHoro TpakTa. Llenb Xxupypruyeckoro nedeHns — AOCTUKEHME
RO-pesekynm, 4TO accoumMmMpyeTca C Hauayuyllei BbDKMBaeMocTho. [lopaxeHue permoHap-
HbIX IMMbaTUYECKNX Y3/10B ABNACTCA BaXKHeWLWNM GpaKTOPOM He61aronpuATHOrO NPOrHo3a.
ApyrvMun nporHOCTUYECKMMN GaKTOPaMu ABAAIOTCA pasMep NepBUYHON ONYXOaN, CTeMeHb
AnddepeHUMPOBKU, HaNMYNE COCYAUCTON AU NEPUHEBPANbHON MHBA3UUK, ONYXONEBbIX
catennutos. llocneonepauoHHas 5-1eTHAA BbXKMBaeMoCTb BapbupyeT oT 20 40 43 %.

OTI He peKOMeHAYeTCA B IeHEHUMN NOKANN30BaHHbIX GOPM BHYTPUMEYEHOYHO XON-
aHrMokapLuHOMbl 1 ee noaTUNa — kI XK. OAHaKo ee BbIMOAHeHWe MOXeT obCcyxaTbCA
ANA TIWaTe/IbHO OTO6PaHHbIX NaLlMeHTOB C PaHHel CTaanell paka BHENeYeHOYHbIX MeNYHbIX
NMPOTOKOB, BO3HMKWErO Ha GOHE NePBMYHOIO CKNEPO3MPYIOLEro X0NaHrUTa, AN NaumneH-
TOB C He6ONbWUM (MeHee 3 cM) Hepe3eKTabesibHbIM MEPBUYHBIM 04aroM B 061aCTH BOPOT
neyYyeHu, y KOTOPbIX MPOBEAEHO TlaTeNbHOe CTaMpoBaHune N HeoagbloBaHTHaa XT, B xoje
KOTOPOW He MPOM30LW/I0 MPOrpeccHpoBaHNA AN OTMEYEeH Nepexoy oONyxoiun B pesekTabensb-
HOe cocTofHMe.

Mpu pake xen4yHoro nysbips pesektabenbHol oT 10 Ao 30% onyxosei. Mpu BbiABAEHUN
noTeHUManbHO pe3ekTabenbHOM ONYX0AMN NOKa3aHo BbiMOJIHEHME pe3eKuymnm en-bloc xeny-
HOrO Ny3bIpA C MPUNEXKALLE NAPEHXUMOM NeYeHn (aHaTOMMUYECKan UAM HeaHaTOMMYeCKan
peseKLMs) U pervoHapHbIX TMMGOY3/10B UAMU BHEMEYEHOUYHbIX XKEe4HbIX MPOTOKOB. Mpu cay-
4allHOM BbIfIBJIEHUW PaKa }eYHOTO My3bipsA BO BpEMA X01eLMCTIKTOMUM nav npu T1b ctagun
UM 60/1blIEM NOPAXKEHWNMN NO pe3ybTaTaM F’MCTONOrMYECKOro UCCAeJ0BaHNA PEKOMeHyeTCs
BbIMO/IHEHME NOBTOPHOM onepaunn. Yactota RO-peseKuuii BO BpeMa MOBTOPHO onepaumim
BapuabesibHa BCNeACTBME AOMNONHNTEbHBIX HAXO/0K B XO/e penanapoToMuu.

Mpu onyxonn KnaukuHa xupypruyeckme noAxoAbl ONpeenaoTCa Ha OCHOBAHWUM CTaAn-
poeaHnus no Bismuth—Corlette (npua. 7) v npeanonaratoT BbINOAHEHWE PA3AUYHbIX YPOBHEN
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pesekumm neyeHn. OCHOBHbLIMU NPOrHOCTUHECKUMUN paKTOpaMu ABNAIOTCA Kpall pe3ekumnu,
Hann4mne NMMGOBaCKYNAPHON MHBA3MM M MeTaCcTa30B B AIMMPaTUHECKUX Y3aaX.

[pn BHene4YeHOYHOW XONaHTMOKapLMHOMe, KaK NpaBnao, TpebyeTca BbINOJHEHNE pe3ek-
LM FONIOBKM NOJXKENYA0YHOW enesbl  NIMMGOANCCEKL MK, T. €. BLINOHEHNE CTaHAapTHON
naHKpeaToAyo/AeHanbHOW pe3ekuyn. OCHOBHbIMU MPOrHOCTUYECKUMU GaKTOpaMm ABAAIOTCA
nopaxeHue aumoatnyecknx yznos (N) v rny6uHa unsasmu onyxonu (T); 5-NeTHAA BbIKU-
BAE€MOCTb MPU UHTAKTHbLIX AMMPATUYECKNX y31ax cocTaBafeT 54-62%, npu nopaxKeHHbIX
NMMoaTnyeckux ysnax — okono 20%. Mpu BHYTPU- M BHEMEYEHOYHOM XO/IaHTMOKapLMHOMe
noBblWeHHbI yposeHb CA19-9 cBA3aH c He61aronpUATHBLIM NPOrHO30M.

4.4.1.2. ApbroBaHTHasA Tepanusa

Ha ocHOBaHWM eJMHCTBEHHOTO NONOKNUTENbHOTO UccegoBanus |1l pasbl Bcem naymer-
TaM NPy OTCYTCTBMM NPOTMBONOKa3aHuii K XT peKOMeH/0BaHO Ha3HaYeHne B a4 bloBaHTHOM
pexuMe KaneuutabuHa (6 Mec.), npMMeHeHe KOTOPOrO yNyYlIaeT NOKasaTenn BbDKUBae-
MOCTM A8 BCeX rpynn 60bHbIX (Tab. 3). TaKTUKA 1eYEHUA MALUEHTOB C MONOKUTEbHBIMU
kpaamu pesekuun (R1/R2) onpegenserca MHAMBUAYaNbHO. BO3MOXKHBIMU OMLUAMU ABAAIOTCA
BbiNO/NHeHMe pe-pesekuun, cuctemHaa XT kaneymtabuHom u/van XNT c dTopnmpumMnanHamu.
JnanauneHToB c 3annaHnpoBaHHou XJ/1T B codeTanun c agbloBaHTHOM XT onTuManbHas nocse-
f,0BaTe/IbHOCTb A@HHbIX METOAMK TOYHO He onpejesieHa. [peAnoyTUTeIbHbIM ABAAETCA Ha4ano
Nedenns c cucteMHom XT (KaneuutabuH) B TedeHue 4 Mec. c nocaeaytowei X/1T, 4To nossonser
n3bexatb HanpacHoi /1T y nayMeHTOB C paHHWUM OTAA/NIEHHbIM MeTacTa3MpoBaHMeEM.

4.4.2. MecTHOpacnpoCcTpaHeHHbIN Hepe3eKTabenbHbIN pakK
6uanapHoro TpakTa

JleyeHne 60NbWMHCTBA NALMEHTOB C Hepe3eKTabe IbHbIM MECTHO-PacnpOCTPaHeHHbIM
npoLEeCccoM ABNAGTCA NaANNATUBHbIM, @ Pe3y/IbTaTbl 1Ie4EHWNA Y NPOrHO3bl MaN0 OTANYAOTCA
OT TaKOBBIX NPU ANCCEMUHUPOBAHHOM MpoLLecce U, KaK NpaBu/o, 06ycaoBeHbl 6bICTPO Nporpec-
cupytowei buavapHoi ob6CcTpyKumeit. 3aaqaMu NanNMaTUBHO Tepanum ABAAIOTCA obaeryexue
ONyX0/b-acCOLUMPOBAHHBIX CUMNTOMOB M YNy4lleHne KayecTsa u3Hu. [lpegonepaynoHHas
XT, B TOM YnCe MONIEKYNAPHO-HaNpaBaeHHas, MOXeT BbiTb ONpaB/jaHa B OTAe/bHbIX CAy4anx
ANA NONbITKM NepeBoja NpoLecca 13 HepesekTabe/IbHOro COCTOAHUA B pe3ekTabesbHOe.
B noaobHoM cnyyae yepes 4-6 Mec. Tepanuv NPOBOAUTCA NOBTOPHAA OLleHKa pe3eKTabenb-
HOCTW C NPUHATUEM PeLleHNs O XMPYPruyecKoM sTane neveHns. MoCKONbKY CyljecTByowWwasn
cuctemHan XT 6MAnMapHOro paka peAKo NPUBOAUT K BbIPaXKEHHOMY YMEHbLIEHWIO pa3MepoB
nepBUYHOI OMYXONUN, BEPOATHOCTb NepeBosa NepBMYHO He pesekTabenbHOro npouecca
B onepabesibHbI HEBbICOKA.

B neyeHUn MeCTHOpPaCNpOCTPaHEHHOW BHY TPUNeYeHOYHOM XONaHT MOKapLMHOMbI NpY UC-
XOAHOW Hepe3eKTabebHOCTM MOC/Ie 3aBEPIEHUS MUHUMYM 4 MeC. cucTeMHOM XT (remumTa-
B6VH+LMCNNATUH/ OKCANUNAATUH AW TeMUMTabMH+KaneunTabuH, MoeKyAApHO-HanpaB/eHHas
Tepanus) (TabA. 3) Npy OTCYTCTBUU CUCTEMHOTO NPOrPECCUPOBAHNA MOXKET NPOBOAUTLCA 1T
(koHbOpMHas MU CTepeoTaKCMYeCKan) O4HOBPEMEHHO C GTOPMUPUMUAUHAMM.
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Tabauua 3. PekoMeHgyeMble peX1MbI IeKapCTBEHHOW Tepanvu 6UAnapHoOro paka.

HasBaHue pexuma

CxeMa nieyeHus

GemCis+aypanymat’

remMuutabun 1000 Mr/m? B/B B 1-1 1 8-i1 AHW+UMCNAATUH 25 Mr/mM? B/B B 1-11
1 8- aun+aypeanymab 1500 Mr B/B B 1-11 fleHb Kawjble 3 Hegenn

A0 8 unKnoB Tepanuu, ganee — aypeanymab 1500 mr B/B kaxable 4 Hegenm
10 NPOrpeccMpoBaH1A UAW HeNpUeMaeMON TOKCUYHOCTM

GemCis+Hab-nakauTakcen

remMuutabun 1000 Mr/m2 B/B B 1-1 1 8-i4 AHW+UMCNAATUH 25 Mr/mM? B/B B 1-11
1 8- AHN+Ha6-nakauTakcen 125 Mr/m? B/B B 1-1 1 8- AHW KaxAble

3 HegenM A0 8 LIMK/OB Tepanuu, HempreMaeMoi TOKCUYHOCTY MW A0 Mpo-
rpeccupoBaHus

S5-¢pTopypaunn+kanbumus
donmHaT

Kanbuma GonrHat 400 Mr/m2 B/B B TeueHMe 2 4 C NOCNeAYIOLMM 60N0COM
5-¢propypaumna 400 mMr/m?u 46-yacosoit nHysmeit 5-GpTopypaumuna
2400 mr/m2 (1200 Mr/M2 B cyTKM) B/B Kaxable 2 Heaenu

KaneynTabuH KaneuuTabuH no 1250 Mr/m2x/Ba pasa B AeHb BHYTPb B 1-14-i1 AHU KaXAble
3 Hegenwu
Gem(Cis remMuutabun 1000 Mr/m? B/B B 1-i1 1 8-i4 AHW+UMCNAATUH 25 Mr/mM2 B/B B 1-11
1 8-11 AHV Kaxaple 3 Heaenmn
reMumMTabuH reMunTabuH 1000 Mr/m? B/B B 1-14, 8- 1 15-11 AHW Kaxable 4 Heaenn
GemOx remMyutabut 1000 mMr/m? 8/8 B 1-1 1 8-11 AHW+OKCANMNAATUH
100 Mr/m2 B/B B 1-1 AeHb Kaxaple 3 Heaenu
GemCap remMuutabut 1000 Mr/m? B/B B 1-11 1 8-i1 AHW+KaneunTabuH
no 625 Mr/M2xBHyTpb ABa pa3a B AeHb B 1-14-11 AHM Kaxable 3 Heaenn
CapOx KaneuuTabuH no 1000 Mr/M?x/iBa pasa B AieHb BHYTPb B 1-14-11 AHW+0KCa-
Amnnatui 130 Mr/m?B/B 2-4acoBas MHOY3MA B 1-i feHb Kaxble HeAenu
FOLFOX okcanunnatuH 85 mMr/mM?B/B 2-4acoBan UHPY3UA B 1-i AeHb+KanbLmA
ponmHat 400 Mr/m? B/B B Te4eHMe 2 4aCOB Napane/ibHO C OKCaUNAaTH-
HOM C nocaiegytowmm 6ostocom 5-dTopypaumna 400 Mr/m?u 46-4acoBoit
nHdy3ueit 5-propypaumna 2400 mr/m? (1200 Mr/m2 B CyTKM) B/B Kaxable
2 Hepenu
FOLFIRI npuHoTekaH 180 Mr/m2 B/B 90-MUHYTHaA MHY3MA B 1-11 AeHb, KanbLmA

donmnat 400 Mr/m? B/B B Te4eHWe 2 4 NapasnenbHoO C UPUHOTEKaHOM

¢ nocnegytouymm 6ontocom 5-propypatmna 400 mMr/mM?u 46-vacosoi
UHy3veit 5-pTopypaumnna 2400 mr/m? (1200 Mr/m? B CyTKu) B/B Kaxable
2 Hegenu

neM6pon3yMab (Tobko
ana MSI-H/dMMR onyxoneit)

nem6ponnsymab 200 Mr B/B 30-MUHYTHas UHPY3UA Kaable 3 Hegenm
nan 400 Mr B/B KanenbHO Kaxzble 6 Hegenb

BRAF+MEK-nHrnéumtop'
(Tonbko npu MyTaumm BRAF
V600E)

BeMypadeHnd 960 Mr BHYTPb 2 pasa B /jeHb eXKeHeBHO+KObMMeTUHNO

60 Mr B cyTkuM 21 AeHb NpreMa, 7 AHel nepepbis

nm

nabpadeHn6 150 Mr BHYTPbX2 pasa B CyTKU eXeZHeBHO+TPaMeTUHUE 2 Mr
BHYTPbX1 pa3 B CyTK eXe/lHEBHO ANNTE/IbHO

peropadeHuné

peropadpeHn6 160 Mr BHYTPb exxeAHeBHO 1-21 AeHb Kaaoro 28-AHeBHOro
umKna

TpacTy3yma6+nepTy3yma6’
(TonbKO Npu runepakcnpecu
nnv amnamukaumn HER2)

Tpacty3ymab 8 Mr/kr B/B (Harpy3ouHas 403a) B 1-i AeHb 1-ro uukna,
3aTeM — 6 Mr/Kr B/B Kaxzple 3 Hegenu, nepTysymab 840 mr 8/B (Harpysou-
Has A403a) B 1-1 AeHb 1-ro umKkna, 3ateM — 420 Mr B/B Kaable 3 HeAenu
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HassaHue pexuma Cxema nevenus

3pAAPUTUHNE" (TONBKO HauanbHas go3a — 8 Mr/cyT exeaHeBHO. TUTPOBaTL NO NEPEHOCMMOCTU
NPy TPaHCAOKaLMAX Kawble 2-4 Hepenn

FGFR1-4)

NTRK-MHrnéutopsi? NapoTpeKTUHNE'100 Mr BHYTPbX/1Ba pa3a B CyTKY eXe/AHeBHO

(Tonbko npu NTRK-TpaHc- SHTPEKTUHNE2600 M BHYTPb €XeHeBHO

/I0KaLMAX)

Pexxum/npenapam 3apeaucmpuposaH 8 P®, Ho He BX0OUM B KAUHUYECKUE peKOMeHOayuu, 0006peHHbIe
MuHzopasom P®.

Mpenapam He 3apeaucmpupoBaH 8 P®, Ho docmyneH no npozpamMme paciiupeHHo20 docmyna u umeem
0oKazaHHyI0 3ppekmusHoOCMb.

Ta6auua 4. Hactota TapreTpyeMbix OHKOreHHbIX U3MEeHeHWI Npu 6uanapHoOM pake.

BHyTpUneyeHouHas BHeneyeHouHas
MpusHak XONaHruokapuuHomMa (%) | xonaHruokapumHoma (%) | Xenuubiii nysoipb (%)
Mytauusa BRAF V6OOE | 5 3 1
Amnandukaumna HER2 | 3-4 il 16-20
MSI-H/dMMR 1-10 1-5 1-5
TpaHcnokaumm NTRK <1 <1 <1
TpaHcnokaumm FGFR2 | 10 1 <1

MannnatmeHbIN 3G GEKT TaKKe MOXKET JOCTUraTbCA NPU TpaHcapTepuaabHO XMMMo-/pa-
Ano-3M60AM3aLMM OFPaHUYEHHOM ONYXONK, PaAMOYaCcTOTHOW UAN MUKPOBOIHOBOM abnauuu,
O/JHaKo NpenMyLLecTBa AaHHbIX MeToANK nepes X/IT He goka3aHbl. KOHTposb 3a6oneBaHns
(vacTnuHbIt 3pdekT+cTabunmsauns) npu TAXD kI XK B peTpOCneKTUBHOM UCCAEA0BAHUSA
y 50 naunenTos coctaBnn 70% 1 0TMe4anca B OCHOBHOM y NaLMEHTOB C TMMEPBACKYNAPHbIM
KOMMOHEHTOM, MeZiMaHa NPOAO/IKUTENbHOCTU KU3HN — 12,3 Mec. B He6obLWOM UccneoBaHnmn
KOM6uHauuu pagmosmbonusaumnm u XT nokasaHa BO3IMOKHOCTb (22%) nepesosa Heonepa-
6enbHo KI' XK B onepabenbHoe cocTosHMe.

IMpv BHeMe4YeHOYHOM EMAMAPHOM paKe BO3MOXHO NposejeHue cucteMHoit XT (remuu-
TabVMH+LUUCNNATUH/OKCAANNAATUH UAN reMUunTabuH+KaneuntTabuH, MonekynapHO-Hanpas-
neHHan Tepanua) (Tab. 3) CNoCieAyOWeN CTEPEOTAKCUYECKOM MPELU3NOHHON KOHGOPMHOIA
XNT ¢ dTopnupummuanHamu. MNpu xentyxe, obycnoBaeHHon ob6cTpykumnein, ®AT coBMecTHO
CO CTEHTMPOBaHMEM U/VUAN JPEHNPOBaHMNEM UMeeT NPenMyILLeCTBO Nepej CTEHTUPOBaHNEM

n/vnan APeHnpoBaHMeM B CAMOCTOATE/IbHOM BapuaHTe, B TOM YNC/1e NO NOKa3aTe/IAM BbIXU-
BAaeMOCTUN N Ka4eCTBY XU3HU.
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4.4.3. MeTacTtaTu4yeckuit pak 6uamapHoro Tpakra
4.4.3.1. O6wue NnpUHLUNBI

MaynenTam c HeonepabenbHbIM UM MeTaCTaTUYECKMM NPOLLECCOM, OC/IOKHEHHbIM MeXa-
HUYECKOW eNnTyxon, HeobxoAnMo 0becneynThb HeN4eoTTOK, YTO yNyHLaeT KayeCTBO KU3HK
ncosgaet ycnosua gna nposegenuna XT. [pu HapyleHUn enveoTBegeHns 6onee 4em B 25%
cny4aes XT OCOKHARTCA XONIAHTMTOM, Yallle — NOC/1e PEKOHCTPYKLMM/ ApeHNpoBaHmnA/CTeH-
TUPOBAHWA XeN4eBbIBOAAWMX NyTeil. /leyeHne 060CTPEHNI XONAHTUTa 3aKNI04aeTCA B PaHHel
aHTM6aKTepUanbLHOM Tepanum (C y4eTOM aHTUEMOTUKOTrPaMMbI) MpU o6ecrneyeHnmn agexksaT-
HOrO OTTOKA XeN4u, YTo npe/AnonaraeT CBOEBPeMEHHYI0 KOPPEKLMIO MOI0XEHNI peHaxel,
MX perynapHyto 3aMeHy, peCTeHTUPOBaHMA.

O6BeKTUBHOE COCTOAHME NALMEHTA, KaK NPaBUO, ABAACTCA ONpese/IAtoLLUM NPU pelleHnm
BOMPOCA O BO3MOXHOCTU U L,eNecoobpasHOCTU eKapCTBEHHONW Tepanun. YxyaleHune o6b-
eKTUBHOro coctoaHusa 4o ECOG>2 6annoB ABAAETCA MPOTMBOMNOKa3aHMEM K CrelnanbHoOMy
NI@YEHMNI0; NPM 3TOM OCHOBHbBIM METOAOM CTAHOBUTCA NaANNATUBHBIN.

Tnnepbuanpybunemuna>2 BI'H, nosblweHne ypoBHA TpaHcaMnHa3 6onee yem B 5-8 pas
BI'H, npusHaKu CTOMKOro HapyleHns 6eNKOBO-CUHTETUYECKON GYHKLMM NeveHn (anbby-
MUH NAa3Mmbi<28 /1, TUNoKoarynauuns) Kak ce4CTBUe HapyLWeHUs NeYeHOYHON GYHKLNY,
OCTPbI XONAHTUT ABAAIOTCA TOIbKO OTHOCUTEbHLIMM MpOoTMBONOKasaHuamMu K XT. OgHako
NPV HEBO3MOXHOCTYW UX KOPPEKLMU N KOHTPONA HapyLWeHNA UAn 060CTpeHNK ConyTCTBYOLL el
naToNornn NpoTMBonokasaHme K XT cCTaHOBUTCA abCOMOTHbBIM.

Mpu runep6buanpybuHemun (He 6onee 3 3HaueHuit BIH) npegnoyTutensHee npuMeHe-
Hue cxem 6e3 remuntabuHa, Hanpumep, 5-pTopypaunn+kansuma GpoanMHaT B MOHOPEXMMe
MM B COYETaHUM C OKCanunnaTuHoM. B cnyvanax sabonesanuna Ha oHe LmMpposa nposejeHue
XT conpsaMeHOo CO 3HA4YMMbIM yBEIMYEHNEM PUCKA Pa3BUTUA TAXKENbIX OCNOKHEHNN.

4.4.3.2. CucTeMHas IeKapCcTBeHHaA Tepanusa NepBoil IMHUMU

KoMbuHauua remumtabuHa C 4UMCNAaTUHOM ABAAGTCA CTaHAAPTHON CXeMOMN NedeHuns
nepBOVi IMHNM Tepanun HepesekTabenbHOrO, peLNANBUPYIOLLENO UM MeTacTaTMHeCKOro paka
Ken4eBbIBOAAWMX NyTel 1 obecneynBaeT MegMaHy NPOAOIKUTENLHOCTM Xn3HK 11,7 mMec.
Npu cpaBHeHuw ¢ 8,1 Mec. Npyv NpUMeHEeHUM reMunTabunHa B MOHopexuMe (Tab. 3). MayueHTsl
No/yYaloT AaHHOE NPEUMYLLECTBO BHE 3aBUCMMOCTM OT BO3pacTa (Mooxe uav ctapue 65 ner),
/I0Ka/IM3aL MM NepBMYHOTO 04ara (BHYTPW- A BHEMEYEHOUHbIE XKeNYHbIE TPOTOKU, MENUHbIN
ny3blpb), PacnpoCTpaHeHHOCTH 3a6oneBaHNUsA (MECTHOPACNPOCTPAHEHHbIN MPOLLECC NN re-
Hepasn3oBaHHOe 3a60eBaHMe), NPeALWeCTBYOWEN N0KaAbHOW Tepanuu (Xmpypruyeckoe
/le4eHUe WU CTEHTUPOBaHME).

B paHaomusnposaHHoM uccnegosanun lll dpasel TOPAZ-1 sobaBneHune aHtn-PD-L1 MKA
aypsanymaba K KoMbuHauMm reMumTabuHa C UMCNAaTUHOM NO3BOIN/IO MOBLICUTL MeAnaHy
NpOAONKMTENBHOCTM ¥M3HKM ¢ 11,5 go 12,8 mec. (OP 0,80; 95% AU 0,66—0,97) n MeanaHy
BBM ¢ 5,7 go 7,2 mec. (OP 0,75; 95% AN 0,63-0,89) 6e3 KNMHMYECKM 3HAYUMOTO ycyryb6e-
HUA TOKCUYHOCTW. [laHHbIN BapMUaHT Ie4eHNA MOXKHO paccMaTpuBaTb B KayecTBe anbTep-
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HaTUBbI CTaHAAPTHON NePBOW IMHUM Tepanuu, Npu 3TOM CAeAyeT y4nTbiBaTb 4OCTYMNHOCTb
aypBanyMmaba.

NekapcTBeHHOe neyeHune KI XK npoBOAUTCA MO NpMHLMNAM Ne4eHns bBUAnapHoOro paka —
PeXuMBbl C reMunMTabrHoM, GTOPNUPUMUAMHAMUI U NpenapaTaMu NaaTuHbl. 3GPeKTUBHOCTD
copadeHnba B He6ONbLIMX NCCAeA0BAHMAX BblNa HUXKe, YeM XT. HeT AaHHbIX N0 3P GEKTUBHOCTU
MMMYHOTEepanuu, MHr M6UTOPOB aHTMOreHe3a U ApYruX MHTrMBUTOPOB NpOTeas, UCMO/Ib3yeMblX
npu P

MauuneHTsbl ¢ $yHKLUMOHaNbHBIM cTaTycoM ECOG 2 6ansia nyyie nepeHOoCAT MOHOTepanuto
reMumTabuHoM unm topnupuMmanHaMu. ONUMOHaNbHO Y 60NbHBIX C HapyleHneM GyHKL MK
noyek (pacyeTHbIN KAMPEHC KpeaTUHMHA<50 M/1/MUH.) MOXKET Ha3HaYaTbCA KOMBMHALMA
reMumnTabuHa u okcaaunaatuxa (taéa. 3).

KombuHauma remuntabura n kaneuntabuHa asnsetca 3GGeKTUBHOW U XOPOLO Nepe-
HOCMMOM, O YeM CBUAETeNbCTBYET PAA UccaefoBaHum || dpasbl.

M0H0Tepanvm Kal'leLWITaGVIHOM, pekoMeHAOBaHHAA AnA nev4eHna 0cnabneHHbIX nauneHTos,
MeHee 3pPeKTUBHA NPU XONAHTMOKAPLMHOME, YeM MNP paKe KeJYHOro Ny3bIps.

B He60/bWwoM nccaegosaHnu (60 nauMeHToB) TPOMHON KOMEMHALUM FeMUUTABUH +LuC-
NAATUH+HAHOAMCTEPCHBIN NaKAUTAKCe, CTabUNU3NPOBaHHbIN anbbyMuHoM (Hab-nak-
NUTAKCen) B MepPBOWM IMHUM JIeHEHWNA MECTHO-PACMPOCTPAHEHHOTO M METACTaTUYECKOrO
6unnapHOro paka nony4eHbl Xxopolime pesyabTaThl: Meguanbl BB v npogonkntensHocTu
XU3HM cocTaBuan 11,8 mec. n 19,2 Mec. COOTBETCTBEHHO. TpoMHaa KOMBUHaLMA yayywmaa
OT/aNeHHble pe3ybTaTbl NO CPABHEHMIO C UCTOPUYECKUMU AaHHbBIMU, HEOHXOAUMO NPO-
BeAeHue paHAOMU3MPOBAHHOIO UCCAEA0BAHUA ANA NOATBEPKAEHNA pe3ynbTaToB. Yxe
cenyac AaHHbIM pexxum XT NpUCYTCTBYeT Kak BO3MOXHbBI BapUaHT JIe4HeHUA NepBOMN INHUM
B pekoMeHaaunax NCCN.

OnTuManbHas NPOAO/KUTENBHOCTL NEPBON INHUMN Tepanuu cocTaBafneT 6 LUKAOB
C BO3MOXHOCTbIO NpO/ZIOHIaunn nevyeHnA (I'Ipl/l AOCTUXKEHNN N HapaCTaHUM 06BEKTUBHOIO
oTBeTa) AM60 A0 NPOrpeccMpoBaHusa 3a601eBaHNA UNN PA3BUTUA BbIPAKEHHOM KAUHUYECKN
3HaYMMOW TOKCUYHOCTMU.

B HacTosliee BpeMs B MepBON IMHUN NeYeHNsA BUIMAaPHOrO paka MONeKYNfpPHO-Hanpas-
NeHHas Tepanus He NPOBOAUTCA.

4.4.3.3. /lekapcTBeHHanA Tepanusa BTOPOil U NocAeAYOWUX INHUN Ne4eHUd

OnTuManbHaa cXxeMa BTOPOW AMHUM Tepanumn He onpejeneHa BBUAY OTCYTCTBUA CpaB-
HUTENbHBIX MPOCNEKTUBHBIX UCCAEA0BaHWNIA. [IpeNMyLLeCTBOM B OTHOLWEHUW NOoKasaTesein
BbIXWMBaeMOCTN 061ajaeT MONIEKYNAPHO-HaNpaB/eHHan Tepanusa, HasHa4YeHHas Ha 0CHoBa-
HUK gononHuTensHoro NIX n/uam reHeTUYeCcKoro Uccae0BaHNii, BKAOYaA KOMMIEKCHOe
reHoMHoe NpoduanpoBaHue.

4.4.3.3.1. UWTOTOKCMYECKAA TEPAMUA

Ha ocHOBaHUM €AMHCTBEHHOTO MPOCMNEKTUBHOMO UccaesoBanus |1l ¢pasbl 601bWNHCTBY
nauueHTOB C NPOrpeccMpoBaHmeM Ha poHe Tepanum reMUUTabMHOM U LMCNAATUHOM B Ka4yecTBe
BTOPOW IMHNMN PeKOMeHA0BaHO Ha3Ha4YyeHne oKcanmnaaTuHa c 5-grtopypauymnom n $oanHaTom
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Kanbuus (Tab. 3), 4To 06eCneynBaeT CTaTUCTUYECKM 3HAYMMOE YBEIMYEHUE BbIKMBAEMOCTH
B CpaBHeHuM c nnauebo.

B kauecTBe Tepannmn BTOPOW IMHNM MOTYT NPUMEHATLCA TakXKe GTOPMUPUMUANHbLI B MOHO-
pexuMe, KOMBMHaLUA OKCaAMUMNAATMUHA C KaneyuTabrHOM UM UPUHOTEKaHa ¢ 5-GpTopypaLuaoMm.
CynTaeTcs, YTO MaKCMMasibHOE NMPEeNMYLLEeCTBO OT BTOPOU MHUM XT noayyaloT naymeHThbl
C XopoWwuM $yHKLMOHanbHEIM cTaTycoM (ECOG 0-1 6a), YyBCTBUTENbHOCTbLIO OMYXO0/IM
K nepBol AnHWUK XT, c nepuogoM 6e3 nporpeccupoBaHus 6onee 6 MeC. ¥ OTHOCUTEIbHO HU3-
kum ypoeHeM CA19-9 (<400 eg./mn). Mpu gautensHoM nepuoge 6€3 NporpeccMpoBaHmns
(6onee 6 Mec.) nocne 3pPeKTUBHON NEPBOM NIMHUN NEUEHNSA BOZMOXKHO MOBTOPHOE UCMONb-
30BaHWe reMuMTabuHa c npenapaToM NAaTuHbI.

4.4.3.3.2. TEHETUYECKWE HAPYWEHWNA KAK MAULIEHWN
ANA MOJNNEKYNTAPHO-HAMPAB/NIEHHOW TEPATINU

Onyxonn 6MnanapHoOro TpakTa HepeAKo UMelT MONEKYNAPHO-TeHeTUYeCKMe n3MeHe-
HUA, ABNAIOWMNECA MOTEHLNANbHBIMU MULLEHAMY ANA CNeLUPUYECKUX MHTMBUTOPOB, MHOTMe
113 KOTOPBIX B HACTOALEE BPEMA AOCTYMHbI (Tabn. 3, 4; pasa. 4.4.3). BbiABAeHHOE MOTEHLMANBHO
TapreTupyeMoe MoeKyniAapHOe HapylleHe ONyX0An He FrapaHTUpyeT NONy4YeHUA No/b3bl
OT NeYeHNA, HaNPaBNEHHOrO Ha AaHHbIN MeXaHW3M.

Mcnonb3oBaHMe NOHO3K3OMHOMO CEKBEHNMPOBAHMA NO3BONNO BbIABUThL LEe/bld PAA
MyTaLuuii, BCTPEYaKoWMXCA C TOW AN MHOW HacTOTOM, y NaLMeHTOB C XO1aHT MOKapLMHOMOM
1 PaKOM Xe/YHOTro My3bipA. BHewHne paKTopbl, Takne Kak napasuTapHblie MHPeKLUM neveHn
VIV BUPYCHBIV renaTuT, CNocobCTBYIOT MHAYKLMMU NPOBOCNAINTE/IbHBIX CUTHAN0B 3NUTEN-
a/IbHbIMU KNeTKaMn N APYTrUM KNeTOYHbIM MUKPOOKPYIXXeHNneM, BCAeACTBUE HEro akTUBHO
BbICBOGOXKAAOTCA GaKTOPbl pOCTa U LUTOKUHEI, Hanpumep, MJ1-6 n TGFB, cnocobeTeytowme
4ype3MepHoW nposndepaLm XoNaHrMOLMTOB. DTN 3P PeKThl, HAPAAY C HAKOMN/IEHNEM reHe-
TUYECKNX M 3MUTeHeTUYECKNX M3MEHEH NI B OHKOT@HaX U reHax-Cynpeccopax onyxoau, npu-
BOJAAT K 3/10Ka4eCTBEHHON TpaHCPOpMaUNN U AePerynaLnm KNK04YeBbIX CUTHabHbIX NyTen,
Takux kak EGFR, ERBB2, HGF/MET, VEGFR. Cpeau Hanboee 3Ha4MMbIX MyTaLUii BblAeNAOTCA
MyTauwusa B reHax IDH1/2 myTaunsa FGFR2, a Takxe MyTaLuu B reHax, BOB/eYEHHbIX B peMo/e-
MpoBaHMe XpoMaTHHa, Takux Kak ARIDTA, PBRM1 v BRCA-accouunmnpoBaHHbiit 6enok 1(BAPT),
KOTOpble Yalie 06HapyX1BalOTCA NPU BHYTPUNEYEHOYHON XONaHrMoKapuuHoMe. CynTaercs,
4TO Hanmyme gukoro Tuna KRAS coBmecTHO ¢ IDH1/2 MyTauuneit MOXeT accoLMMpOBaTbLCA
c 60/1ee BbICOKOW MeAMaHOW MPOAOIKNTENbHOCTU XN3HU: 28,22 Mec. o cpaBHeHMto ¢ 11,56 mec.
AR HEMYTaHTHOro reHoTuna (p=0,025). B cBOtO o4epeab, ANA BHEMEYEHOUYHbIX OMYXO/ek
6osee xapakTepHbl MyTauum PI3KCA 1 BRAF, 4TO TaKKe MOXeT ABAATLCA BaXXHOW MULLEHbIO
B IeYEHNMN XMMMOpeppaKTepHO onyxonn. [lna paka KeN4yHOro ny3blipa XapakTepHO BbifABAEHUE
runepskcnpeccun HERZ. Takxe N3BECTHO, 4TO paKoBble KneTKkn ¢ BRCA-MyTaumamMun nmeoT
HapylweHua B Nnpolecce roMmonornyHon pekomburayum JHK, a 3ToT MexaHnsm asnsetca
Ba)KHOW TepaneBTUYeCKOW MUleHbto Ans PARP-uHrnébutopos, npuiem BRCAT n BRCA2 —
He eJHCTBEHHbIe FeHbl, y4acTBYyOlWMe B MexaHu3Me penapaumnn HRD: RAD51C, RAD51D, a Takxe
reHsl ATM, CHEKT, CHEK2 n CDK12 TaK»e 0TBeTCTBEHHbI 338 UHTM6MpOBaHMe 3TOro npoLecca.
B nccneposaHuun monekynapHoro npoduaa 17566 connagHelx onyxonein MyTauum reHos
dMMR 6binu BbifBAEHbI B 28,9% CNyyaeB cpeamn onyxoseit 6UANapHOro TpakTa, YTo genaet
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PARP-UHrnbuTOpbLI MEpCNeKTUBHOWM, HO MOKa He Ba/IMANPOBAHHON ONuMen Ie4eHns AaHHON
rpynnsl 3a6oneBaHuit.

3 PeKTNBHOCTb MONIEKYNAPHO-HaNpaBAe@HHON Tepannmn B NepBO IMHNM He N3y4YeHa, ee
MOXHO PEKOMeH/0BaTb K MPUMEHEHUIO B Ka4eCTBe BTOPOW M MOCAeAYIOWMNX IVMHUIA Tepanuu.
B oTcyTCTBME AaHHBIX O MOTEHLMANbHBIX TPOrHOCTUYECKNX MapKepax Np1 NporpeccrpoBaHnm
Ha NepBON-BTOPON IMHUAX TEPANUM MOXKET 6bITb PpeKOMEH/A0BaH MYbTUKUHA3HbIA MHTMBUTOP
peropadeHud.

Mpu BbIABNEHUM B ONYXOAU MyTauumn reHa BRAF V60OE MOXHO paccunTbiBaTb Ha 3pdek-
TUBHOCTb KOMOUHALUN MHTUBUTOPOB KMHa3 BRAF n MEK, BbifiBNeHWE BbICOKO MyTaLMOHHOW
Harpysku (>10 MyTaumit Ha Merabasy nap ocHosaHwui), MSI-H unun dMMR accouunpyetca
C BbICOKOW 3P EKTUBHOCTLIO UMMYHOTepanuu (nem6ponnsymab). B neqeHun 6uanapHoro paka
camnandukaumei/runepakcnpecceit HER2 MOryT ncnonb3oBaTtbCca aHTU-HER2 npenaparthl.
HepaBHO 3aperncTpupoBaHHbili B PO n1apoTpekTUHMG o61asaeT BbICOKON 3P PEKTUBHOCTbIO
NPV ONyX0AsAX, HECYWMX TpaHcaoKaunu NTRK (Taba. 3).

B P® B KNMHMYECKON NPaKTMKe NOKa HeJOCTYMNHa TapreTHas Tepanuna OTHOCMTENbHO YacTo
BCTPeYaeMbIX NPV BHYTPUNEYEHOYHOW XONaHr MoKapunHome My Tauumn IDH1/2, TpaHcnokaymin
FGFR (80 10% cnyyaes), RET (1-2%)

PeKkoMeHAyeMblil aATOPUTM Nle4eHUA BUANapHOro paka B 3aBUCUMOCTM OT CTeMeHu pac-
NPOCTPAHEHHOCTM NpeACTaBAeH B NpuA. 8.

5. COCYANUCTDLIE N NEPUBACKYJIAPHDIE
onyXxoJin NEYEHU

C22.3 AHruocapkoma neveHu
C22.4 [lpyrve capKoMbl MeyeHun

MaToMopdonornyeckne xapakTepUCTUKM COCYANCTBIX U NEPUBACKYNAPHbLIX ONYyX0aei
neyYyeHn NpuseaeHsl B Npua. 2.

SnuTennonAHas reMaHrnosHgotennoma () neveHn B obuiei nonNyaaLMm BCTpeyaeTcs
KpaiiHe pegKko: okono 1 cayyasn Ha 1000000 yenoBek. 3To 3a601eBaHMeE OTHOCUTCA K BbICOKO-
AnddepeHUpOBaHHbBIM aHIMOCAPKOMaM, Pa3BNBAKOLMMCA U3 KETOK 3HA0TenA. TeyeHmne
3aboneBaHnA onpejenaeTcA 3/10Ka4eCTBEHHbLIM MOTEHLMANOM ONYXOAU; Yalle B NeYeHn
BCTPEYaloTCA CNyYan MeCTHOAECTPYKTUBHOIO U/MAN MHGUABLTPATUBHOIO pocTa C BOBJIe-
YyeHneM/cpaBNeHNEM OKPYXalOWMNX CTPYKTYP, pexe — C BHeNne4YeHO4YHbIMK MeTacTasamu.
3aboneBaHue yalle BoiaBaseTcA Yy 30-40-1eTHUX NaLMEHTOB.

Mpu KT (MPT) ONyX0/1b Yalie BCero npeAcTaBnaeTca B BUAEe MHOXECTBEHHbIX OTA@NbHO
pPacno/oKeHHbIX Y3108 MPEMMYLIECTBEHHO N0/ Kancynoi Ne4eHn, HenpaBnabHON TPeYro/b-
HOM GOPMbl NIV O4aroB OKPYrN0M GOPMbI C CUMNTOMOM KMULLIEHWU».

B onyxonu skcnpeccupyloTca 3HAOTeNManbHble MapKepshl, Takne kak CD31, CD34
n paktop VIII. AgepHan skcnpeccna CAMTAT otmevaetca B 85-90% cnyyaes 31 neyeHu
Kak noateepxeHune TpaHcaokaunm WWTRT-CAMTAT, pexxe BbiABNAETCA TpaHCNOKaLMA
YAPT-TFE3 (10%).
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Pe3ekumnAa ne4eHn — OCHOBHOM BapuaHT paAguKanbHoro nevermna 3l nevyeHn. BepoaTHoCTb
peumnamea 3aboseBaHus coctaBanet okono 30-40%. OfHaKo y 60bWKNHCTBA NALUEHTOB
paAuKanbHaa pe3eKLnAa HeBO3MOXHa B CBA3M C MyNbTUdOKaNbHLIM NopaxeHueM. CregyeT
OTMeTUTb, 4TO NpU Hepe3eKTabeslbHOM OMYXOAN OTMEeYeHbl XOpolne pe3ynbTaThl TPaHC-
NNaHTaLuy NeYeHn; No AaHHbIM PeTPOCMEKTUBHOIO aHanusa 149 cnyyaes TpaHcnaaHTaLmm
neyeHu npu O neyeHn MejnaHa NPOAO/IKUTENBHOCTU KU3HM cocTasmna 7,6 net (European
Liver Transplant Registry). Paa 3KCnepToB fae Npu BbIABAEHUN HECKOIbKUX BHEMEYEHOYHbIX
o4aroB npv 61aronpuATHOM Te4eHMM 3ab01eBaHNA pacCMATPUBAIOT TPAHCMNAHTALMIO NeYeHN
KaK BO3MOXHY!0 ievebHyto onymio. SkcnepTsl ESMO (2021T1.) cuMTatoT BHENEYEHO HblE NPO-
ABNeHNA 3a601eBaHNA U CNyYan pa3pbiBa Kancynbl OMYXOAW I1aBHbIMM MPOTUBOMNOKa3aHNAMM
K TPaHCniaHTauuu.

B anTepaType onucaHbl eAMHNYHbIE NONBLITKKN iedeHna 3 neyeHn ¢ nomoubio TAXS
6e3 04eBUAHbIX BLIBOAOB O MOTEHLMANBHON 3G PEKTUBHOCTML.

B page cnyyaes MynbTudokanbHan S neyeHn npoTekaeT 6eCCUMNTOMHO U AUArHOCTMPYeTCA
CNyYalHO, 1 flaXke NPU MyNbTUOPraHHOM NOpaXKeHNn AANTENbHO MeIeHHO NpOorpeccupyer.
B nnTepaType ecTh yKasaHuA Ha 3Nn304M4eCcKyto 3G GeKTUBHOCTb NPY UCMONb30BaHNM LNTO-
CTaTUKOB, HanNpuMep, NaknuTakcena, 610KaTopoB aHrMoreHesa, Takux Kak 6esayusymab,
VN MYNIbTUKUHA3HBIX MHTMBUTOPOB (CopadeHmnb, CyHUTUHUE, nasonaHub, N1eHBaTUHKG).
B He6oabwWwoi rpynne nauneHTos (n=15) nsyyanace 3¢peKTUBHOCTL copadeHmnba: 3aperu-
CTpupoBaHbl 2 06beKTUBHBIX 3pdekTa Npu MeamnaHe BB, paBHoi 6 Mec.. DPpPeKTUBHOCTD
cuposaumyca B rpynne n3 6 nayneHTos coctaBuna 50%, ogHako B 6onbweit nccnepye-
Mot peTpocnekTueHo rpynne (n=38) 3¢pGeKTUBHOCTL CUpOAMMYCa cocTaeuna Bcero 11%
npu megunare BBl 13 mec.

B oTcyTcTBME NlIeyebHbIX ONuuii C AoKa3aHHOW 3G PeKTUBHOCTBIO MPY UHAONEHTHOM TeYEHNM
3l neYeHN BO3MOXHO ANHaMUYecKoe HabaogeHne NM60o HasHauYeHVe NPonNpaHoa0aa — Hece-
NeKkTuBHOro B-610kaTopa B Ao3e 40-60 Mr no 2-3 pasa/cyT. [lpenapaT MOXeT MHIM6UpPOBaTh
HeoaHrnoreHes, Bbi3biBaeT anonTo3 KNETOK 3HAOTENA KaNnuANAPOB U 3aperucTpupoBaH
EMEA B 2014 r. AnA Ne4eHNA UHPaHTU/bHBIX FTeMaHTMOM; MepBble MCCAeJ0BaHMA NOKa3biBaOT
£,0303aBUCKMbIN 3P PeKT. [IpoNpaH0/101 aKTUBHO N3Yy4aeTCA B KIMHUYECKUX NCCAe/0BaHNAX
Npu peAKnx 3a60/1eBaHNAX COCYA0B (HAaceACTBEHHAsA reMOpparuyeckan TeNeaHrnosKTasms,
6one3Hb von Hippel-Lindau, uepebpanbHas kKaBepHO3Haa MasbpopMaL s, CAPKOMbl MAFKUX
TKaHei 1 4p.). Hauyatbl uccnegosanus ero s¢pdexktusHocT npu 31 nevenm (ClinicalTrials. gov
Identifier: NCT03633747).

6. CONMPOBOAUTE/IbHAA TEPANMUA, MPODPUJTAKTUKA
N NEYEHUE ®OHOBOW NATOJIOTUM NEYEHU

6.1. MpoTuBoBMpycHana Tepanusa

He3aBMCKMO OT BbIPaXEHHOCTN LMTONIMTUYECKOTrO CUHADPOMA AN1A YNYHLIEHWA BbIXKMBAEMOCTU
nauuneHTam c [P HacToATebHO peKoMeHyeTCA MPOTUBOBMPYCHaA Tepanua CONyTCTBYIOWEro
xpoHudeckoro renatuta B (AHK HBV >2x102ME/Mn) aHanoramu HykeoT (3) naos (3HTeKkaBnp
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UAN TeHOOBUP) U XpOHUUecKoro renaTuta C MHIMEUTOPaMM NpOTeaskl U MOAUMepasbl BUpPyca
(rnekanpesup/nun6peHTacemp nan copocbysup/Bennatacsmp) 04HOBPEMEHHO C 1EKAPCTBEHHbIM
WU MHTEPBEHLMOHHO-PAaANONOrUYECKIUM NedeHUeM. Tpu (pe-)aKTUBMU3AL UM XPOHUYECKOTO
BUpycHoro renatnTa C (LMTONNTUYECKMNIA CUHAPOM C KpaTHbIM yBeiMYeHneM yposHeit ACT/ANT
1 NOBbIWEHWEM YPOBHSA 6UAMPY6MHA) MOCe PaANKanbHOTO nederns, nocae TAXS uau Ha dpoHe
CUCTEMHOW Tepannm BO3MOXHO OHOBPEMEHHOE MPOBeAeHNe Kypca NeYeHNA XPOHNYECKOTO
BMPYCHOTO renaTnta B npAMbIMM NPOTUBOBUPYCHBIMU areHTamMmn y 60/1bHbIX C KOMMEHCUPO-
BaHHOW PyHKLMeHR neveHn. KAMHUYECKMN 3HAYUMBIX MEXK/1IeKapCTBEHHbIX B3auMOAeNCTBUN
MeX Ay NpAMbIMU MPOTUBOBMPYCHBIMW NpenapaTaMun U cpeAcTBamMmn Ana xummnoTtepanum MLP
He onucaHo. Hecneynuyeckan Tepanuna 4na NpOPUNAKTUKN 1eKapCTBEHHOIO MOpPaXeHua
neyeHn — npenaparbl ypCOAE30KCUX01eBOM KUcaoThl (10-15 Mr/kr/cyT.), S-agemMeTMoHMHa
(800 Mr/cyT.). HasHaueHMe NpenapaToB 3CCeHLMabHBIX POCPONMMNAOB He 3PHEKTUBHO.

6.2. Ocob6eHHOCTU neyeHna 6oabHbIX MPI 1 xxenyeBbiBOAALMX
nyTei Ha poHe LLMpPpPO3a NeYeHn

ConpoBojuTeNbHasA KOPPUTUPYIOLAs TEPANMUs OCA0KHEHN GOHOBOI naTtonorum (B ToM
4nCNe LMPPO3a) MeYeHU 1 OMYX0N1eBOrO NPOLLECCa CYLWeCTBEHHO YBENNYMBART BbIKUBAEMOCTb
60sbHbIX TLIP. B ycnoBuax 4nMTenbHOro nekapcTBeHHOro evyeHuns MNP MoxeT Bo3pacTaTh
KNMHMYeCKaa 3Ha4MMOCTb CONYTCTBYIOWEro LMppo3a nevyeHun n3-3a ycyrybneHuna noprtans-
HOW rMnepTeH3nn 1 BbIPaXK@HHOCTU CMMNTOMOB, aCCOLMMPOBaHHbIX C Hell, JleKoMneHca-
unn GyHKLMKM opraHa. JlekoMneHcaluua LMppo3a neyeHn KOHKYPEHTHO BANAET Ha o6l yio
BbIXMBaeMOCTb 60/1bHbIX P[], yXyAlaeT NepeHoCMMOCTb 1eKapCTBEHHOTO 1e4eHNA BNAOTh
A0 Heo6X0AMMOCTY NOAHOM OTMeHbl. PeKoMeHayeTCA perynapHoe, He pexe 1 pasa B Mec,,
TWwaTeNbHOe MOHUTOPMPOBaHME GYHKLUN NeYeHn, NpoBejeHre aKTUBHOW NPOUAAKTUKN
M CBOEBPEMEHHOE leyeHne OCNOXHEHNI LMppo3a nevyeHn. [1pn 4eKOMNEHCMPOBAHHOM
unppose — knacc CPS B — C (=8 6annoB) — nekapcTBeHHoe neverue ILP, kak npasuno,
He NPOBOANTCA B CBA3M C 0XKN/jaeMO BbICOKON TOKCUYHOCTbIO M OTCYTCTBUEM NOATBEPHKAEHUA
YBENMYEHMNA BbKNBAEMOCTH.

JlekoMneHcauma LMppo3a neyeHn Ha GoHe NPOTUBOOMYXONEBOrO IeYEHUA NHOTAA OWNGOYHO
pacueHMBaeTCA Kak KAMHMYecKoe nporpeccupoBaHue MNPM: npu oTcyTcTBUM y6eanTENbHBIX
NPV3HaAKOB NPOrpeccun onyxonnm HeobxoaMMo aKTUBHOE Jle4eHNe OCNOKHEHWI LLMppo3a
noja HabnoaeHeM racTposHTepoaoros/renaTosoros.

Mpu HapacTaHUM NPOAB/EHUIA NeYeHOYHON HegocTaTouHoCTn (CPS= +2 6anna oT uc-
XOZHOr0) MPOTUBOOMYXO/IEBOE NIeYeHNe CeAYeT NPUOCTaHOBUTb Ha 10-15 gHelr, npo-
BECTW aKTUBHYIO Tepanuio OCNOXKHEHNI LMPPO3a Moy HablojeHneM racTposHTeposiora.
MpU NONOXKUTENbHOW AUHAMUKE NeYeHne MOXeT 6biTb BO30O6GHOBNEHO C peAYKLMeEN 403bl
aKTMBHOrO npenaparTa.

IMpw CTOMKOM yxyaweHun dyHKLuum nederdn (CPS=8 6an108, pa3BUTUE OCNOKHEHWUI LUP-
po3a—HapacTaHue sHuedanonaTm, acCUMT-NepUTOHNTA, TMNOKOAryAALNN, renaTopeHab-
HOrO CUHAPOMA, MPU MPU3HAKaX XeNyA0YHO-KULWEYHOTO KPOBOTEUEHWA) MPOTUBOOMYXO0/1EBOE
NeyeHne 3aBepliaeTCA 40 KANHUYECKM 3HaYUMOTO Yy HIeHNA COCTOAHNA 6OLHOMO CO CPOY-
HOW KOHCY/bTauMen racTpoaHTepoaora. OueHKa NoOKasaHWi K BO3OOHOBAEHMIO Tepanumn
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TLIP obcyxaaeTca C racCTPO3HTEPONOroM/renaTtosoroM ToAbKO MpU YCIOBUM BO3MOXKHOCTH
NpopUNaKTUKN peLnjnBa Ne4eHOYHON He0CTaTOYHOCTH.

BapukosHoe pacwupenune BeH nuuesoga/xenyaka |-l cteneHn npeanonaraet nep-
BUYHYIO NPOGUNAKTUKY HKeNYA0HHO-NNLLEBOJHOIO KPOBOTEYEHUA HeCeNIeKTUBHbIMU B-aa-
peHo60KaTopamMu. JIMrnpoBaHne BapUKO3HO PaclUMpPeHHbIX (3 CTeneHn) BeH NPOBOANTCA
nNpu He3PPEeKTNBHOCTM MEANKAMEHTO3HOrO IeYeHMNA, yrPO3€e KPOBOTEYEHNA U 418 BTOPUYHON
NpodUNaKTUKN PeLMANBHOTO KPOBOTEYEHMA. PeKOMEHAYETCA PeryaapHbIn — Kaxable 6-9 mec.
n4yauiey nayuneHToB C Xenya04HO-KULWEYHbIM KPpOBOTEYEHNEM B aHaMHe3e — 3HAO0CKOoNu4ye-
CKUI KOHTPO/Ib COCTOAHMA BEH NULLEBOAA/ KenyjKa y NaLneHTOB C M3BECTHLIM AMarHo30oM
UMppo3a neyeHn nav TpoM6030M CTBOIa BOPOTHOM BEHbI, NONYYatoW MM NPOTUBOONYX0NeBOe
ne4veHue NP

Mpu CHMKEHUN YPOBHA anbbyMmUHa Nna3Mbi< 28 1/ Ha poHe NPOTMBOOMYXONEBOrO Ie4eHUs
40 NNAHOBOM 3BaKyayMm 3Ha4UTeIbHOTO (>5 IMTPOB) KOAIMYECTBA aCLUTUYECKON MUAKOCTH
WAN NOC/Ne NanapoLeHTe3a peKOMeHAyeTCA 3aMecTUTeNbHaA Kypcosasa Tepanuna 20% pacTeo-
poM anbbymuna (100-200 mMa/aeHb, N2 5-8) ao yenesoro yposHs 35-38 r/a. LinppoTuyeckuit
acuMT XOPOLLIO KOHTPONMPYETCA afeKBaTHOMN AUYpeTUYECKO Tepanueit (Hanpumep, cnmpo-
HONaKTOH 4,0 400 mMr/cyT., dypocemuna/TopaceMns, KOMbUHaLMM NpenapaToB MO/ KOHTPoNeM
3N1€KTPOSINTOB KPOBMU).

Mpu umppo3se neveHn HMBC MCcNOAb3YyOTCA CTPOro MO MOKAa3aHWAM B MUHUMA/IbHO Heob6-
XOAMMOW f103e KOPOTKMMU KYpPCaMu 1 C KpaikHel OCTOPOKHOCTLIO.

Bo/bHBIM C AeKOMMNeHCUpOoBaHHOM GyHKLMel neveHn (CPS B/C>8 6annos) npoBoanuTCs
cMMnToMaTU4YecKas Tepanua OCAOXHEHUR unMpposa n onyxonesoro npouecca. OgHako
npw BbiABAEeHUN paHHero ILP (BCLC O/A cornacHo «MWIaHCKUM KPUTEPUAM») OrnpaBAaHa
KOHCYNbTaUMA TpaHCNaHToOra.

6.3. bunnapHasa runepTeHsua

TaKTVKa OTBeAeHUA KeN4n Y OHKONIOTNYeCKUX 60NbHbIX C MEXaHUYECKOW KeNTyXol ony-
XON€BOW 3TUONOTUN YUNTbIBAET MEPCNEKTUBLI MPOTUBOOMYXONEBOMO IEHYEHUA, OKUAAEMYIO
NPOAO/MKUTENIbHOCTb XMU3HU NaLMeHTa, 10KaAN3aLMio U pacnpoCTPaHEHHOCTb 6/10Ka XKenye-
OTTOKa M CTeneHb HapyLweHns GyHKLMU neveHn. C y4eTOM BOSMOXKHOCTM BHYTPUTNPOTOKOBOTO
nedenus onyxonen (PAT, 6paxuTepanus) U 4acTo HEO6XOA4UMOCTH ANTENBHOTO AOCTYNA
K Ke/NYHbIM MPOTOKAM KYNMPOBaHUE KeNYHOW rnnepTeH3nm, Mo CyTH, ABNAETCA MEPBLIM 3TanoM
ANANOCNAEAYIOWMX AUATHOCTUYECKUX 1 NevebHbIX NpoleAyp. [pu onpejeneHun nokasaHui
K Ke/4eOTBeAEHNI0 He06X0AMMO COOTHOCUTL PUCKM BMeLLaTeNbCTBA U NpeAnoiaraeMyio
K/VHUYECKYIO MO/b3Y.

B 60/1bIIMHCTBE CyYaeB aZleKBaTHbIM METOZOM XKeYHOW AeKOMMNPeccun ABAAETCA BbINOA-
HEHUe YPECKOMKHOW YPeCreyeHO HOM X0NaHTMOCTOMIUM (04HO/ 4BYXCTOPOHHEN B 3aBUCUMOCTH
OT ypoBHA 6/10Ka 1 CTeneHn pa3obLLeHNA BHY TPUMEYEHOYHbIX TPOTOKOB; HApPYKHO-BHYTPeHHee
APEHNPOBAHMWE MPEANOYTUTENbHO) NGO, MPY BbICOKOM PUCKE Pa3BUTUA TAMKE/IbIX OCNOKHEHUN,
3HAOCKOMMYeCKan TpPaHCNanMANAPHan yCTaHOBKA CbeMHOrO NNAaCTUKOBOFO CTEHTA.

MMnnaHTaums caMopaclunpaIoLUXCA MeTanIM4eCKUX CTEHTOB B 061aCTb ONYX0N€BOW
CTPUKTYPbl ONpaB/AaHa, Korja HeT COMHeHWI B ANarHo3e, OTCYTCTBYIOT NepPCNeKTUBLI Mpo-
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TWBOOMYXO/1EBOIO JIeHEHUA U OXUjaeMan NPOAOIKUTENbHOCTb KU3HM 6ONLHOTO He npe-
BblWwaeT 3 Mec. OAHaKo, B 3aBUCMMOCTUN OT MPOTAXKEHHOCTU CTPUKTYPLI U ee NoKaamnsaumm,
BOMPOC YCTAHOBKM CaMOPacCLUUPAIOLLEroCA MeTa IMYeCKOro CTeHTa MOXeT 06CyxAaTbCA
W NPU UHBIX KAVMHNYECKUX COCTOAHUAX.

7. HABJIIO A EHUE

Llesbto akTMBHOTO HablOAeHWA ABNAETCA BbIABNIEHNE PaHHEr0 MECTHOMO NpOrpeccupoBa-
HWA, NpeAnoaraLLero BO3MOXHOCTb PUMEHEHWA JI0Ka/ibHbIX MeTOA0B ieYeHus. 13BecTHo,
4TO 40 65% peunanBoB 3a601eBaHNA CNYYaAOTCA B NepBble 2 roa HabageHna u anwb 5%
peunamMBOB ANArHOCTUPYIOTCA CNYCTA 3 ToAa. DTU aHHbIe NOATBEPKAAIOT Lies1ecoobpa3HOCTb
aKTUBHOro HabntogeHusa: KT opraHoB rpyHOI KNeTKK, 6pIOWHOK NOAOCTU U Masoro Tasa
C B/B MyNbTUdA3HLIM KOHTPACTUPOBAHMEM, OHKOMAapKepb! (€C/1M 61K NOBbIWEHbI 40 ONepaLum)
KaXAble 6 Mec. B NepBble 2 roAa, 4a/iee — eXeroAHo B Te4eHne 3 1eT; MpU HEBO3MOXHOCTU
BbinosiHeHnA KT — npumMeHenmne Y3W v pentreHorpadun.

8. MPUNIOXEHUNA

Mpunoxenue 1. Mopdonorunyeckasa knaccupumkayma
NepBUYHBIX ONYXO0/1ei NeYeHHU, XeN4eBbIBOAALMNX
NPOTOKOB U XXen4YHoro ny3bipa (BO3, 2019 r.)

OI'IyXOI'IVI ne4YeHn N BHYTpUNe4YeHO4YHbIX XKe/JIYHbIX MTPOTOKOB
Ao6pokayecTBeHHble renaTouenNONAPHbIE ONYXOAHU

8170/0 lenaTouenntonspHas ajeHoMa

3n0KayecTBeHHbIe renatouenntonapHbie oNyxoaAn nnpeaonyxosesbie npouyecchl

8170/3 lenaTouennonApHbI pak

8171/3 TenaTouenNtoNAPHbLIN pak, dubponaMennapHs.iit
8172/3 lenaTouenntoNApHbI pak, CKUPPO3HbIN

8174/3 TenaTouenNtONAPHbIA paK, CBETNOKNETOYHBbIN

Ao6pokayecTBeHHble GUAMapHbIe ONYXO/NN M NpeaoNyXoieBbie NpoLyecchl

8160/0 AZeHOMa XeN4YHbIX NPOTOKOB (6MAnapHas ageHoMa)

9013/0 Apenodpubpoma bAy

8148/0 bunnapHas nHTpasnuTennanbHas Heonnasusa low grade

8148/2 bunnapHaa nHTpasnuTennansHas Heonnasua high grade

8503/0 BHYyTpUNpoTOKOBasA NanUAAAPHaA OMYyX0/b C UHTPA3NUTENNAIbHOWN HEO-
nnasuei low grade

8503/2 BHyTpunpoToKoBaA NannaAApHas OnyXonb C UHTPa3nMTeAnanabHOMN Heo-
nnasuen high grade
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8503/3 BHyTpunpoToKoBas NnanuaaapHas onyxoib B CO4eTaHWUN C UHBA3UBHOW
KapuuMHoMoW

8470/0 MyuLM1HO3HaA KNCTO3HaA ONYX0/b C UHTPasNUTeAnanbHON Heonnasunen low
grade

8470/2 MyuMHO3HaA KNCTO3HaA ONYX0b C UHTPa3NMTeANaAbHON Heonnasunen
high grade

8470/3 MyLMHO3HaA KNCTO3HaA OMNYX0/lb B COMETAHNMN C UHBA3UBHOW KapLMHOMOWA

3/10KayecTBEHHbIE 6VII1VIaPHI>Ie onyxoaun

8160/3 XonaHrnokapumnHoma
KpynHonpoTokoBas BHYTpMNe4YeHO4YHan X0NaHrMoKapLunHoma
MenkonpoToKoBas BHyTPUNeYeHOYHasn X0NaHT MOKapLUHOMa

8020/3 Pak HeandppepeHunposaHHbIi BAY

8180/3 KoM6UHMPOBaHHbIA renaToLentoNIApHblil pak U X0NaHr MoKapLHoMa

8240/3 HeitposHaokpuHHaa onyxosnb Y

8240/3 HelipoaHAOKpMHHan onyxoab grade 1

8249/3 HellposHaoKpuHHan onyxosb grade 2

8249/3 HeiiposHAoKpUHHaA onyxonb grade 3

8246/3 HellposHAOKPUHHBIN pak BAY

8013/3 KpynHOK/NI€TOUYHBIA HEAPOIHAOKPUHHbIN paK

8041/3 MeNKOKNeTOUHbI HEAPOIHAOKPUHHBIA pak

8154/3 CMelwaHHan HeMPOIHAOKPUHHAsA/He HePOIHAOKPUHHAA onyxonb (MINEN)

OHyXOIlVI BHENe4YeHOUYHbIX }Ke/IYHbIX TPOTOKOB

8160/3 XonaHrnokapuynHoma

8070/3 NMnocKkokneTouHbI pak BAY
8560/3 XenesmcTo-nN0CKOKIETOYHbIN paK
8020/3 HepgndpepernunposaHHbiii pak BAY

OnyXxoau Xen4Horo nysbipa

8140/3 ApeHokapunHoma BAY
8070/3 NMnocKokneTouYHbI pak BAY
8020/3 KapuunHoma HegnppepeHumnposaHHaa bAY

MpunoxeHue 2. NaToMmopdonornyeckme xapaKTepucTuKm
OCHOBHbIX BUA,OB OMYyX0J/iel NeYeHU U eNn4yeBbiBoAALLEeN
cuctembl (BO3, 2019r)

AOﬁPOKa‘-IECTBeHHbIe renaTouensonfapHbie onyxonam

FfenatouennwnsapHan ageHoma (FLLA) 8170/0

MoaTunel:
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*  HNFT-nHakTMBUpOBaHHaA

+  BOCManuTenbHas ajeHoMma

*  [B-KaTeHMH-aKTUMBMPOBaHHasA afeHoMa

+  PB-KaTeHWH-aKTUBMpPOBaHHaA BOCMannUTebHAA ajeHoMa.

Oko0no 85% LA BO3HMKAIOT y EHLWWH e TOPOHOr0 BO3pacTa, OCHOBHbIM GaKTOPOM pucKa
ABNAETCA NPUEM OPa/ibHbIX KOHTPALLENTUBOB Y XEHLLUH 1 NpueM aHaboNnYeCcKnx CTeponaoB
y My>4uH. K ¢akTopam pucKka OTHOCATCA TaKXe rnKoreHossl 1 v 2 TUNOB, ranakToseMmus,
TUPO3MHEMUSA, CEMEIHbIN NOANMNO3 KULWKKU, CUHAPOM NONNKNCTO3HbIX ANYHUKOB, B-Tanaccemua.
OnucaHbl cnyvan BosHUKHOBeHMA [LLA npy ankoronbHoM LMppo3se u/nam metabonnyeckom
CUHApOMe.

Makpockonuyeckn FLLA obbiyHO npegcTaBafoT coboit onyxoan mMarkue, 6e3 otyer-
NMBBIX FPaHNL, HOBOOGpa3oBaHuMs, He Meto e prbPO3HON Kancynbl. BO3MOXKHbI BTOPUYHbIE
N3MEHEeHWA B BUJE HEKPO30B, KPOBOU3NUAHMIA, PUbpo3a. PazmMep HoBoobpasoBaHMA MOXKeT
pocTturaTth 20 CM B AnameTpe.

MuKpocKonuyecKkn onyxonb NOCTPOeHa 13 renaToLyMTos 6e3 Np13HaKoB aTUNNK, TOLMHON
He 60nee 1-2 KNeToK, C 60/1bLINM KOJIMYECTBOM COCY/0B.

Kawgomy nogtuny N'LA cooTBeTCTBYIOT CBOM MOJIEKYNAPHO-TeHETUYECKME XapaKTe-
pUcTUKN.

K nogTvnam c HU3KUM ypOBHEM PUCKa Pa3BUTUA renaToLeNNt0NIAPHOTO paka oTHOCAT HNFT'-
MHaKTUBUPOBaHHY0 (30-35%) n BocnanutensHyto (35-40%) ageHoMbl. ITU NOATUNLI Gonee
XapaKTepHbl AN XeHWWH. [MCTONOrnYeCcKM OHKN oTanYaTCa Mexay cobon: ana HNFT-nHak-
TnBMpoBaHHOM LA xapakTepHbl AN PY3HbIN CTeaTos, Hann4YMe CBETNbIX KAeTOK U KJeTOK
c 6annoHHo gnctpodueit, X xapakTePUCTUKM OTANHAIOTCA OTCYTCTBMEM IKCMPECCUn
FAOTAMUH CMHTETa3bl U NeYeHOYHOM GOPMbl 6e/1Ka, CBA3bIBAIOWEr0 MUPHbIE KUCAOTHI (LFABP),
B TO BpeMA KaK B BocnaauntesnbHon LA obHapyxuBatoTCca M3MeHeHUA B BUAe AnnaTauum
CMHycoungoB., HabaoaaoTca AMMbonaHan BocnaanTenbHaa MHPUAbTPALMA, YTONEHHbIe
apTepuanbHble COCYAbl, AYKTYAAPHAA peakLna v Haanyme NceBAonopTanbHbiX TpakTos, MIX
KapTuHa xapaKkTepusyeTcsa Haan4unem gudpdysHoi skcnpeccumn C-peakTUBHOrO 6enka v aMu-
nounga A npu oTCyTCTBUM NAN POKANbHOW 3KCNPECCMM FITaMUH CUHTETa3bl.

KnoaTunam c BbICOKMM PUCKOM Pa3BMUTMA renaToLeNNIONAPHOIO paka OTHOCAT B-kaTe-
HWH-aKTUBWUPOBaHHYI0 ageHoMYy (10%) 1 B-KaTeHWH-aKTUBUPOBAHHYIO BOCMANUTENbHYIO
ageHoMy (10-15%), pasBuBatoLMecs KaK y XeHLWMH, TaK Uy MyXUKH (Yalle, 4eM NpU APYrux
nogrmnax).

ANna faHHBIX NOATUMOB XapaKTepPHa LMTOI0OrMYeCKan aTUMMA KAETOK OMYyXOaN C Haun-
YMEeM MCeBAOXKEeNe3NCTbIX CTPYKTYP M 04aroBbIM MCYE3HOBEHMEM PETUKYNIMHOBOIO KapKaca
onyxonu.

AnAa 3TUX NOATUNOB NaTOrHOMOHUYHbEIM ABAAeTCA Anddy3Han Anbo oyarosas agepHas
sKcnpeccus 6eTa-KaTeHWHa U FTMNepP3KCNpeccus rTaMUH CUHTEeTasbl (B 3aBUCUMOCTM OT HaW-
4MA MyTauum B 3 Uan 3545 3K30HAX) NPpY OTCYTCTBUM IKCMIPECCUM STUX MAPKEPOB B CAyHanX

! foepHeill pakmop eenamoyumos (Hepatocyte nuclear factor)
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CMyTaumammn B 7/8 3k30Hax. lMcToNOrM4eckn B-KaTeHNH-aKTUBMPOBaHHaA BOCNaAUTebHaA
afileHoMa VMeeT YepThl, XapaKTepHble ANA COOTBeTCTBYOWMNX noaTmnnos LA,

Heknaccuduuympyemasn F'UA (5-10%) He MeeT 0COBbIX TMCTONOTMYECKUX YEPT U reHe-
TUYECKNX U3MEHEHUIA.

BaxHO 0TMeTWTb, 4TO pas3nuyHbie nogTunbl [LLA MOryT BO3HMKaTb Yy OJHOTO 1 TOTO Xe
nayveHTa.

B npeabiaywent MexayHapoAHOM KnaccuPuUKaLmm onyxonei neYeHu n BHy TpUneveHoYHbIX
XKeYHbIX NPOTOKOB (/InoH, 2010 I.) K 406POKAYECTBEHHBIM SMUTENNA/BHBIM FenaToLeNt0-
NAPHBIM OMYXOAAM TaKKe OTHOCUAUN U GOKaNbHYIO y3/10BYIO runepniasuio (GYT), B AaHHOM
nsganmn OYI anwb ynoMmHaeTCa B TEKCTe, HO He MMeeT KOAMPYIoLero HoMepa.

3/10Ka4YeCcTBEeHHbIe renaTouennoifapHbie onyxoaun
FfenatouenntonapHeiii pak 8170/3

MoaTunel:

+  ¢ubponamennsphbiii (8171/3)

*  CKWUpPO3HbIii (8172/3)

©  CBETNOKNeTOYHbIN (8174/3)

+  CTeaTorenaTUTHBIN, MaKpOTpabeKyAAPHO-MACCUBHbIN, XpOMOGOO6HBIN, BoraTbiii HEUTpPO-
dunamu, 6oraTbii nuMdoLnTamMu.

Makpockonuyecku ILLP BapbupyeT OT 3e/I6HOTO A0 }KeATOr0 U CBETN0-KOPUYHEBOTO LiBeTa
B 3aBUCKMOCTM OT COAEPKAHWUA XKMUPa U KeUYN, OMYX0/ib OTrPaHNYeHa OT MapeHXUMbl NeYeH!
nceBAOKancyAon, NpeACcTaBAeHHON COeAMHNTENbHON TKaHbIO C BOCNANEHNEM.
Makpockonuyecku cylecTsyeT 4 OCHOBHbIX BapuaHTa:

1) eAWHCTBEHHbIN y3en;

2) OCHOBHOI (AOMUMHWPYIOLLNIA) y3€/1 C MHOXKECTBOM Y3/10B-CaTe/NIMTOB, PACnoNaraowmxcs
He 60/1ee 4eM B 2 CM OT OCHOBHOTO;

3) MHOMXecTBO Mesikux y3/108 (40 100) ogHOro pasmMepa u odepTaHuil — Andpdy3sHbin (Lnp-
POTOMUMETUYECKUI);

4) MHOXeCTBO OTAE/bHO PacnonaralWmnxca y3108 6€3 0THETAMBOrO JOMUHUPYIOLLEro y3a.

MMWKPOCKONMYECKM OMyX0/1eBble KAETKN UMeIT renatouennionapHyo anbdepeHun-
POBKY, BUAUMYIO FTMCTONOMNYECKN N MOATBEPKAEHHYIO MTX MeTOAOM UccaeoBaHNA (K TaknM
MapKepaM MOXHO OTHeCTu apruHasy-1, HepPar1, CD10, AFP, PDA); ypoBeHb 3KCMpeccum 3Tux
MapKepoB, KaK NpaBW/0, 3aBUCUT OT cTeneHun AnpdpepeHunposkn onyxonun. OTcyTcTBUE
NOpTaNbHbIX TPAKTOB, CHUXEHME N/WUAN OTCYTCTBME PETUKYJMHOBOrO KapKaca onyxonu,
NOBbILIEHHOE KONNYEeCTBO apTepnMoa — OCHOBHble YepThbl MLIP. LiuTonornyeckas atnnua
pas/nYHa, OT MUHMMa/NbHO BbIpaXKeHHOW A0 3HaYnUTeNbHON, obpawaeT Ha ceb6a BHUMaHMe
YBENMYEHME YNC/IA KNETOK.

B TLIP BbIAenAtOT 4 OCHOBHbIX FTMCTONOTMYECKMX BapuaHTa: TpabekynapHbIA, CONUAHBIN
(KoMMaKTHbIN), NCeBAOXKENE3ENUCTHIN (aLiMHAPHbIN), MaKPOTPabeKynapHbIi (COCTONT U3 Tpa-
6ekyn 6onee 10 KAeTOK TOAWUHOI). Bonee 50% TP copepaT KOMBMHALMIO BAPUAHTOB.
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MakpoTpabeKy/npHbiii BApMaHT B HacToAlLee BPEMA aCCOLMMPOBAH C He61aronpuATHLIM
NPOrHO30M.

B 35% cnyuyaes LIP npegcTaBneH 0cobbiMM MOATMNAMM, HAaCTb U3 KOTOPbLIX UMEIOT OTYeT-
NBble KNMHNYECKNE, TMCTONIOTNYeCKNe U MOIEKYIAPHO-TeHeTUYeCKMe 0CO6e@HHOCTM C pas-
MYHBIM NPOrHO30M 3a60N1€eBaHUA.

Bce nogTunbl, 3a ckatodeHnem pubposaMennsapHoOro BapmaHTa, onucaHsl B LUppoTunye-
CKOM nevyeHun nau neveHn 6es uupposa.

K noaTunam c 6onee 61aronpuATHEIM MPOrHO30M OTHOCAT CBET/IOKAETOYHbIA NOATUN
(3-7%) c 60nee 4yem 80% cogepmaHmeM CBET/IbIX KNETOK B ONYXO0/NU, COAEPXKALLUX FIUKOTeH,
a Takxe 6oratbiil AaMMdounTamm noatun (<1%) c npeobnagaHneM NMMOLMUTOB HaZA ONYX0-
NeBbIMM KNeTKaMu.

MOATUMbI, XapaKTepPU3YIOLWMECHA TEM XKe MPOTHO30M, Y4TO U Knaccudeckuid TLP: 1) cteato-
renaTuTHbIA noaTmn (5-20%) C rTMCTONOMUYECKOM KAapTUHOM, HAaMOMUHAOWeN cTeaTorena-
TUT; 2) XpoMooBHbIN NogTUN (3 %), aHAOTUYHBIA CBETIOKIETOYHOMY, HO C 60/1€€ BbIPaXeH-
HOM aTunueit onyxonesbiX KNeTOK; 3) dubponamennspHbiii (1%), BO3HUKAIOWMIA Y MONOAbIX
NaLWeHTOB B HELMPPOTUYECKOM NeYeHM C BbIPaXKeHHbIM BHY TPUOMYXONEBbIM (1aMeNNAPHbIM)
$16po30M C KPYNHBIMU 303MHODUBHBIMU KNETKaMK C OTHETAUBLIMU AAPbILIKaAMW.

Knoatunam I'LUP c HebnaronpuaTHLIM MPOrHO30M OTHOCAT MaKpOTpabeKynAapHO-MaccuB-
HbI BapMaHT (Mpu Hannumu Tpabekyn TonwmnHo 6onee 4em 10 kKneTok B 50% TakHM onyxosu)
C4aCTOI COCYANCTON MHBA3MeIR, @ TaKKe 6oraTbiil HelMTpoduaamm noaTn (<1%) c andoys-
HOU MHUAbTPaL el 60bIIOro YuCaa HENTPODUIOB U BO3MOXHBIMU O4araMum onyxonu
CapKOMaTOW/AHOrO CTPOEHMA.

K noatunam FLIP c BapnabebHbIM MPOrHO30M (Ha AaHHbI MOMEHT He CYLLeCTBYET KOH-
ceHcyca no 3ToMy noaTuny MLIP) OTHOCAT CKUPPO3HbIT NOATUN (4%) C BHYTPUOMYXONEBbIM
¢n6bpo3om, cocTaBastoWwmMM>50% onyxoseBo Macchl, HepeAKO UMUTUPYIOLLNIA XONAHTNO-
KapuuHoMy.

BaxHaa ponb B HacToAllee BpeMA OTBe/leHa TaK Ha3biBaeMblM pakaM Masibix pasMepoB
(22 cM gnameTpom), nogpaszzenseMsiM Ha paHHuit FLP u nporpeccupytowmin TLP Manbix
pasmepos.

MaKkpocKonnYeckn paHHWI pak NpeAcTaBseT coboii y3en 6e3 4eTKUX FpaHuLl, He MMeloL KA
Kancynbl, C peAKMMMN NOPTaNbHbIMU TPaKTaMu, 04aroBOW AN e/ABa 3aMeTHOW CTPOMa/ibHOM
MHBa3MeN N TNCTONIOrMYECKON CTPYKTYPOW KNeTOK C MUHMMAabHBIMU MPU3HAKaMMU aTUNKK.
Mporpeccupytownii NP Manbix pasMepoB MMeeT YeTKMe rpaHuLLbl, 4acTO UMeeT Kancyny,
XxapaKTepusyeTca UHGUALTPATUBHLIM POCTOM 1 B LLleIoM HanoMuHaeT [P 6onblero pasmepa.

OnpejeneHHyIo CIOKHOCTb NpejcTaBafeT coboit AnddepeHLnanbHan AnarHoCcTnKa Mexay
ANCMNNACTUYECKUMY y31aMU BbICOKOW CTEMEHM 3/10Ka4eCTBEHHOCTU (ANCNNACTUYECKNIT y3en
high grade) v panHuM TP oco6eHHO Ha MaTepuane AMAarHOCTUYECKUX BUOMCHIA.

KoMMNoOHeHT, Ha3biBaeMbli «y3en B y3/ie», CTPOMa/bHaA MHBa3NA, @ TaKXKe naHe b U3 ru-
nuKaHa 3, rTaMuH cuHTeTassl M HP70 (c skcnpeccueit 2 uam Bcex aHTUTEN) MOTYT PaspeLlunThb
3Ty ANMarHoCTUYeCKyto NpobaeMy 1 yKasbiBaTb Ha paHHUiA I'LLP.

CreneHb Anddeperumposkm: TLIP MoxeT 6b1Tb BbICOKOANPDEPEHLMPOBAHHbIM, yMEPEHHO-
anddepeHLMpoBaHHbIM, HU3KOANPPepeHLMPOBaHHbIM. CTOMT OTMETUTL, YTO B Mpejenax 04HOro
y3aa AnpdepeHLMpPOBKA OMYXON MOXKET BbITb Pa3/IMHHON, B 3TOM C/yHae yKa3biBAOTCA BCe
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cTenenn anddepeHUMPOBKMN ONYXOIM C YKa3aHWeM NpenMylecTBeHHON. O6bIYHO CTeneHb
anddepeHLMPOBKM, BbICTaBIEHHAA HAa MaTepuane AnarHocTuyeckon buoncum, Koppeanpyet
C onepaLuoHHbIM MaTepranoM (Nocae pesekLun neveHn).

Mopdonornyeckune 4epTsl, BAUAKOLWME HA NPOTrHO3 3a601eBaHUA:

1) cTeneHb AnddepeHLUUPOBKY;

2) cocyaucTas MHBA3MA W HaMYME BHYTPUNEYEHOUHbIX MeTacTasos;

3) cTaaus onyxonu;

4) noaTwn (BapuaHT) onyxonu;

5) Hanuume NaM OTCYTCTBUE LMPPO3a;

6) 3Kcnpeccus uMToKkepatuHa 19 (accounmnpyercs ¢ He61aronpPUATHBIM MPOrHO30M).

Jlo6pokayecTBeHHbIe 6UNMapHbIe onyxonu
BHYTPMNpPOTOKOBaA NaNnuUANAPHAA ONYX0/ib MEYEHM U XKeNYHbIX NPOTOKOB

BHYTpunpoToKoBas NanuansapHas ONyxoNb NeYeHU U HKeNYHbIX MIPOTOKOB OTHOCUTCA
K NpesonyxoneBbiM HOBOOH6Pa30BaHNAM, BUAMMbLIM MAaKPOCKOMMUYECKU, C BHYTPUMPOTOKOBbLIM
NanuANAPHLIM UV BUANE3HBIM TUMOM POCTa 6MAMapHOro anuTenuns. Mpu HaAMYMn KOMNOHeHTa
MHBA3UBHOW KapLMHOMbI OMYyXO/Nb OTHOCAT K BHYTPUMPOTOKOBOW NanuUANAPHON ONyX0aun
B COYETaHWMN C MHBA3WBHOW KapLUHOMOWA.

8503/0 BHyTpunpoToKOoBasA NannaaApHasa OMyXonb C MHTPa3NnMTenaabHON Heo-
nnasuen low grade

8503/2 BHYTpPUMNPOTOKOBAA NanMUAAAPHAA ONYX0/b C UHTPA3NUTENNAIbHON HEO-
nnasuei high grade

8503/3 BHyTpunpoToKoBaA NannaAApHas ONyXoNb B CO4ETaHNN C UHBA3UBHOW
KapLWUHOMOW.

Nokanusauus onyxonun sapnabenbHa, o HEKOTOPbIM AaHHbIM, 40 80% HoBOO6pa3oBaHMiA
pacnonarakoTCA BO BHYTPUNEYEHOYHbIX XeNYHbIX NPOTOKax, No APYrUM AaHHbIM, A0 70%
OnyXonen 10KaNn3ylTCA BO BHEMEYEHOYHbIX XeN4HbIX MPOTOKaX.

CornacHo gaHHbiM Japan — Korea Cooperative Study Group, B 3aBUCMMOCTU OT IOKaAun-
3aLMKM ONYXONK ee passenaioT Ha ABa Tna — Tun 1 v TN 2, pasanyatowmeca Mexay cobol
KaK rMCTONIOrMYeCKHM, Tak 1 Mo Te4eHuto 3aboneBaHus.

Ana BHYTPUNPOTOKOBOW onyxoan Tuna 1 6onee xapakTepHa NI0KaaN3aLna BO BHYTPY-
MeYyeHOYHbIX Xe/4HbIX MPOTOKaX C KUCTO3HOW AnnaTauneil NpoToka, Haan4ymMeM 601bWoro
KO/NM4YecTBa MyLUunHa c npeobnaganHnem NanuANApHbIX CTPYKTYP Haj TYOYyNApHBIMU C HEXHOM
$nbpoBacKyNAPHOW CTPOMOI BLICTNAHHBIMU FTOMOTEHHbIM, YNOPAAOYEHHbIM 3NUTENNEM.
Ans AaHHOTO TuNa (OMyX0NU OTHOCAT K XeNYAOYHOMY MM MHTECTUHAIbHOMY MOATUNY
B 3aBUCMMOCTU OT TUMa 3nuTenns) 6osee CBOMCTBEHHA TAKeNAA ANCNAA3NUA SNUTENUA
coyaramu sIerko Ancnaasnm, MHBasmBHbIN pocT HabogaeTcA B 50% cnyyvaes, Kak npaBuo,
MWHUManbHbIR. Onyxonn o6nafatoT MeHee arpeCcCMBHbLIM TeYeHMEM, C XOPOLWMWM Nocaeone-
PaLMOHHbLIM TeYeHMEM.

Onyxonu Tuna 2, HaNpoTKB, pacnoiaraTCcA BO BHEMEeYeHOYHbIX XeNYHbIX NPOTOKaX,
pPeAKo cogepxaTt MyLUWH, NpeAcTaBaeHbl NanuAAAPHBIMU CTPYKTYpaMu ¢ GoKycaMu CoNmna-

3/IOKAYECTBEHHbBIE ONYXOAN ToM/vol. 12 Ne3s2 » 2022 MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KIMHUYECKOW OHKONOT N Russian Society of Clinical Oncology



Bepcua 2022 OMYXOJIN FTEMATOBUJIMAPHOMN CUCTEMBI 509

HOrO M KpUBPMGOPMHOrO poCTa BCErAa C TAXKENON ANCNNA3NEN INUTENNA, YAaCTO C UHBA3UB-
HblM pocToM (B 80% cayuvaes), o61ajatoT 60/1ee arpeccMBHLIM TEHEHWEM MO CPABHEHUIO
conyxonaMu Tuna 1. Ux OTHOCAT K UHTeCTUHANbHOMY UM NaHKpeaTobuAnapHOMY NoATUNY
B 3aBMUCMMOCTM OT TUMNa aNUTeNUA.

Hapo oTMeTUTb, YTO 418 60Nee NONOBUHBI AaHHBIX HOBOO6pPa3oBaHWii XapaKTepHO
Hann4yue AByX Uaun bonee TUNOB 3NMUTENUA, NOITOMY UX CTOUT pasfenaTb B 3aBUCUMOCTU
oT Tuna npeobaagatoliero anutennsa. BosmoxHo ucnonbsosarnme NIMX Mmetosa nccnegosa-
HWA 48 onpeaeneHnsa nogtuna (tak, MyumHsl SAC 1 6 4aCTO SKCMPECCUPYIOTCA B 3NUTENUN
XeNnyAouyHOro TMna, a IKCnpeccus MyLmHa 2 6onee xapakTepHa A8 3NUTEANA KULLEYHOT O
Tuna, EMA (MyuuHa 1) — ans naHkpeatobuanapHoro Tuna).

3/10Ka4YeCcTBEeHHbIe 5VII1VIaPHbIe onyxoaun
BHyTpuneyeHoYHas Xo/NaHrMoKapyMHoMa

8160/3 3nokayecTBeHHan a3NUTeMaNbHaA OMYXO/b C 6uAnapHo AnddepeHLMpoBKON

BHuMaHue! TepMMH XOﬂaHrMOquIﬂIOIIﬂPHbIﬁ paK He peKOMeHAOBaH A4/11 UCNO/Ib30BaHUA

MoaTwunbl:

*  KPYMHOMPOTOKOBbIN
*  MEeNKOMPOTOKOBbHIN.

KPYNMHOMNPOTOKOBLIV MOATUN

[Ans3TOro noaTUNa XxapakTepHbl UHGUABTPATUBHAA U NePUAYKTaIbHAA MHPUABTPATUBHAR
¢$opMa pocTa onyxonn. [MCTONOrMYECKM OH aHANOTNYeH NepPUXMNAPHOM XONIAaHTMOKapLMHOMe
C HaZIMYNEM MYLMH-NPOAYLIMPYIOWMX NPOTOKOBBIX U TY6YNAPHBIX CTPYKTYP, BbICTAGHHbIX
LUANHAPUNYECKUM U/ UAN KyOUYECKMM 3NUTeINneM C eCMONAacTUYeCKOM peaKLmeit CTPOMSI,
OMyX0/b pacnosiaraeTca NMPOKCKMMasibHee KOHPIOIHCA KeNYHbIX MPOTOKOB, C IKCNpeccuen
MyumnHos 5AC, 6, S100, TFF1, AGR2 npu UTX nccnegosanun, KRAS-myTaymei.

MEJIKOMPOTOKOBbLIA NOATMN

PocT onyxonu HabaogaeTca Ha nepudepumn napeHXMMbl NeveHu, xapakTepHa UHGUAb-
TpaTuBHaa ¢popMa pocTa. [MCTONOrNYECKM BbIABAAIOTCA He MPOAYLUPYIOLNE MYLIUH MEeNKNe
TYbynApHbIe CTPYKTYPbl C HU3KUM LUANHAPUHECKUM U/ NN KyBUYECKUM 3NUTeNEM C JeCMO-
nnacTuyeckon peakuueit ctpomsl. K xapaktepHbiM UTX nprusHakam oTHOCAT skcnpeccuto CD56,
N-cadherin, C-peakTuBHoro 6eska, Bbissasetca IDH1/2 myTaunu, canauus FGFR2.

[lna 060Mx NOATMNOB OMYXO/NM XapaKTepHa 3Kcnpeccua MyLmnHa 1, uutokepaTuHoB 7 n 19.

CreneHb AnPPepeHLMPOBKN: XNAHTMOKAPLMHOMbI MOTYT 6biTb BICOKOI, yMEpPeHHON
M HU3KOW cTeneHn AnppepeHLMpoBKU.

CneKTp MONeKYNAPHO-TeHeTUYeCKNX HapyLWeHWA: ANarHo3 BHYTPUNeYeHOYHON X0NaHr 1o~
KapLVWHOMbI BO3MOXEH NPU UCKAOYEHUN APYTUX a,eHOKaPLMHOM C Npu3HakamMu buamapHoin
anddepeHUMPOBKM 1 JeCMONNACTUYECKON peaKymeit CTpoMbl (B 4aCTHOCTU, NPOTOKOBOW
a/leHOKapLUMHOMbI NOJXKENYAOYHO XKee3bl, aAeHOKaPLMHOMbl BHENMEYEHOYHbIX }ENYHbIX
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NPOTOKOB M KENYHOTO NY3bIPA), B UHbIX COPHBIX C/1y4anX BO3MOXKHO nposegerne UMX (yuto-
KepaTuHbl 7,19, CA19-9) ans ucKAto4eHUs 6UANAPHON UG EPEHLMPOBKM OMYXOIN.

HeanddepeHumposaHHasa nepBuYHaA KapUUHOMa NEYEHU

8020/3 KapuunHoma HegndpepeHumposaHHaa BAY
8180/3 KoMbMHUpPOBaHHbIA renaTouenNtoNApHbINA pak/xoNaHrMoKapLuMHoMa

KoM6UHMpOBaHHbIA renaToLenNtoNAPHbIA pak/xonaHrnokapunMHoMa — KpaliHe peAKo
BCTPeYarolanca onyxonb, coctaBaseT 2-5% Bcex NepBUYHbLIX ONyxoaei neveHun. JaHHbix
no 3aboneeaemMocTn HegnddepeHUNPOBAHHLIM PAKOM HET.

MaToreHes 3ab6onesaHuna He aceH. OTAeNbHbIE MONEKYNAPHO-TeHeTUYeCKe NCCae/0Ba-
HWA yKa3blBalOT Ha o6l ee KNOHaNbHOE MPOUCXOXAEHNe KOMMOHEHTOB onyxon. OTMevaeTcs
6onbloe pasHoo6pasmne MyTaL it B KOMOMHUPOBaHHbIX pakax. B oTaenbHbIx paboTax BeiAiBAEHA
6onee TecHan CBA3b KOMOMHMPOBAHHOIO Paka C BHYTPUMEYEHOYHOM XONaHT MOKaPLMHOMOIA,
OAHAKO B OMYXO/IU MPUCYTCTBYIOT TUNMYHbIE AnA [LIP MyTayum (Hanpumep, CTNNBT) u MyTaumu,
XapaKTepuHble AN BHYTPUNPOTOKOBOW X0NaHrMoKapumoHMsbl (KRAS, IDHT).

MaKpocKonM4YecKkun onyxonb He UMeeT cneundryecknx 4epT, MakpoCcKonuyeckas KapTuHa
3aBUCKT OT npeobnajalollero KOMMNOHeHTa, TpebyeTcs feTasbHOe NCCAe0BaHME MAKPO-
npenapaTa 418 yCTaHOBNEHMA AMarHo3a.

MUWKPOCKONMYECKM KOMMOHEHTBI OMYXONM MOFYT 6bITb OTFPaHUYeHbl APYr OT Apyra
VAN «rnepeMeLlaHbl» Mexay coboll. Ha HacToAWMM MOMEHT He CYLLeCTBYeT 4OCTAaTOYHbIX
AAHHBIX O HAMYUN TOFO UM UIHOTO MUHUMa/IbHOTO KOMMOHEHTa A1 YCTaHOBNEHUA AnarHosa
KOM6UHMPOBaHHOW onyxonun. budeHoTunuyeckan anddepeHynporka HoBoobpasoBaHus
OCHOBaHa B NepBY O4Yepejb Ha F’MCTONOrMYECKOM CTPOEHUMN OMYXOAN C y4eTOM noce-
ayouwero WX nccnegosanmna. B otganeHHbix MeTacTasax onyxo/b MOXeT COOTBETCTBOBATb
KaK KOMBUHMPOBAHHOMY PaKy, TaK v 6biTb O4AHOKOMMNOHEHTHO (renaToLeNIlONAPHbIA paK
60 XONAHTMOKAPLMHOMA). Hanuyme CTBONOBbIX KNETOK, KaK NPaBuI0, pacnonaraiowmxcs
B MepeXoAHOMN 30He MeXAY KOMMOHEHTaMM OMyXoau (UX BbiIABAEHUNE BO3MOXHO C MOMOLbIO
NIX nccnepoBaHma Cc nCnosb3oBaHNEM NaHean aHTUTeN, BKAtoYatouwen CK19, EpCAM, CD56,
CD117, CD133), He06X0ANMO OTMeYaTb B MOPHONOTMYECKOM 3aKN0YEHN . B OTAENbHbIX
KOMBUHNPOBAHHbBIX OMYXO/AX BbIABAAETCA MOHOTOHHaA MOpPdOOrnyeckan KapTuHa, KneTkn
MOXHO OTHECTU KaK K XONaHrMOKapLHOMe, TaK 1 renatouenntonapHomy paky, X gnarHo-
CTMKa CNOCOBCTBYET YCTAHOBAEHUIO ABOMHOMN NPUPOALI KNETOK (OAHOBPEMEHHAs KCMpeccus
renaTouMTapHbIX U XON@aHIMOLMTapPHbIX MapKepOoB, J0Ka3blBalolWMX MPOMEXYTOYHOE NoOo-
KeHUe faHHbIX HOBOO6Pa3oBaHwMit).

HeanddepeHunposaHHasa KapuMHOMa NeYeHn He MMeeT HK onpeaeneHHo Mopdoaoruy,
HU oT4eTAnBOM MIX KapTuHbI, OTCYTCTBYIOT YepThl, NPUCYLINE FenaToLeANt0NAPHOMY paKy
1 XONaHrokapuuHoMe. MporHo3 y 60/bHbIX C 3TUMU HOBOOOPA3OBaHUAMYM KpaliHe Hebaaro-
NPUATHBIN, 0cO6eHHO Npu HeanddepeHLMPOBaAHHOW KapLUHOMe.
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Pak BHENne4YeHOUYHbIX XeNUYHbIX NpoTOKOB

Pak BHeMmeYeHOUYHbIX XKeNYHbIX NpOTOKOB — NepBMYHaA 3/10Ka4eCTBe€HHaa onyxo/b, BO3-
HWKatolWaa BO BHEMEYEHOYHbIX XeN4YHbIX MPOTOKaX. O6LIJ,EI'1PV|HF|TI:IM TEepMUHOM AB/IAGTCA
BHeNne4YeHO4YHaA X0NaHrMoOKapynHoMma.

8160/3 XonaHrnokapumnHoma

8070/3 MnocKokneTouHbI pak BAY
8560/3 XenesncTo-nN0CKOKETOYHbI paK
8020/3 HepgnddepernumnposaHHbiii pak BAY

Nokanusayma: BHeneYeHOUHble XeNYyHble MPOTOKM, 06 NI KenYHbI npoToK. Mepu-
XWNapHbI paK I0Kannsyetca B obliemM ne4eHOYHOM, 1€BOM U/UAN NPaBOM NeYEHOUHbIX NPO-
ToKax — onyxonb KnaukuHa.

3TMONOTNA: XPOHNYECKOE BOCMaNeHNe, B 4YaCTHOCTYW, MePBUYHBIA CKAEPO3UPYIOLMIA XONaH-
TUT, KNCTbI XKeNYHbIX MPOTOKOB, XO/1€IMTNA3, SHAEMUYHbIE Napa3nThbl, a Takxe AnabeT 1Tuna,
XPOHMYECKMI NaHKpeaTuT, nogarpa.

[aToreHes: K OCHOBHbLIM NpeAONyX0/eBbIM NpOLECCaM OTHOCAT BUANAPHYIO MHTPasNu-
Te/IMaNbHY0 HEONIA3UI0 1 BHYTPUNPOTOKOBYIO NaNUANAPHYIO ONYX0Nb XeA4HbIX MPOTOKOB.

CneKTp MONEeKYNAPHO-TeHeTUYeCKMX HapyLeHNiA B AaHHbIX HOBOO6Pa3oBaHMAX OYeHb
wupok. MyTtauuna TP53 otmeyvaeTca B 50% cny4vaes, B TO BpeMaA Kak MyTauuna reHa KRAS -
B 20-30% cny4vaes, a amnandukaumna MDM2 BuisBnnetca B 12% nepuxmnapHbiX KapymMHOM,
a ANA ANCTaNbHbIX XONAHTMOKAPLUMHOM ABAACTCA UCKAOYNTENbHBIM ABAGHUEM. [INA BHY-
TPUMEYEHOYHbIX Y BHEMEYEHOYHbIX XO/laHT MOKapLMHOM onpejesieH Lenblil cnekTp obuwmx
MONIEKYNAPHO-FeHeTUYECKMNX HapYLeHWi, a UMeHHO reHoB TP53, KRAS, SMAD4, ARIDTA, GNAS.
CneynPrYHBLIMM ANA BHEMEYEHOYHbIX XO/1aHTMOKapLUHOM ABAAIOTCA NOBPEXAEHNA FreHOB
PRKACA/PRCACB fusion, myTauuu renos ELF3 n ARID1B.

MaKpOoCKOMMYeCKn onyxoin NpeACTaBNeHbl CKAePO3VPYIOWMM, Y3/10BbIM U NaNUANAp-
HbIM Tnamun. CaMbiM PaCNPOCTPaHEHHbIM ABAAETCA CKAEPO3UPYIOLWMIA TUM, BbI3bIBAKOLLMIA
YTOANLeHNe NPOTOKa MO BCEI €r0 OKPYXKHOCTH.

Mukpockonuyeckn 60ablan 4acTb KapLMHOM BHEMEYEHOYHbIX XeNYHbIX MPOTOKOB —
afleHOKapUMHOMbI NaHKpeaTobuamapHoro Tuna. Jpyrme rucTonormyeckme BapuaHTbl — aje-
HOKapUWHOMbI MHTECTUHAABLHOTO TWNa, GOBEOAAPHOrO THMNa, MYLVHO3HbIE KaPLNHOMBI,
NepCcTHeBMAHOKNETOYHbIN PaK, CBET/IOKNETOYHbIN PaK, pak MMAOPUYECKNX Kees, renaTona-
HaA ajleHOKapLMHOMa U MHBA3MBHbIA MUKPONaNUANAPHEIA pak. K Hanbonee pegkum Tunam
a/leHOKapLMHOM OTHOCAT NJIOCKOK/IETOYHbIV pak, Xee3ncTo-NNOCKOKNETO4YHbIN paK, cap-
KOMaTOWU/AHbIA 1 HeagnppepeHLMpOBaHHBIN paKu.

MporHos: Hanbonee BaxHbIM GaKTOPOM NPOrHO3a HapAAY C pe3eKkTabelbHOCTbIO ABAETCA
CTaavsA 3abosieBaHMSA; Noce pe3eKunm oblan 5-1eTHAA BbKMBAaeMOCTb cocTaBaseT 20-30%.
Bosnee 61aronpuATHLIM NPOrHO30M, KaK MPaBW/0, XapaKTepu3yeTca nanuanApHas XoNaHrno-
KapLMHOMa, K MUKPOCKOMUYECKNM paKTopaM He61aronprATHOro NPOrHo3a OTHOCAT HU3KYIO
cTeneHb AnddepeHLNpOBKM, COCYANCTYIO M NEPUHEBPANLHYIO MHBA3MIO.
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Pak xen4yHoro nysbipa

Pak »enyHoro ny3blpA — 3/10Ka4eCTBEeHHaA 3nNnTe/iMasibHaa ONyXo/ib, pa3BuBatoWaAca
B XXe€/IYHOM ny3bipe 13 6V|I'IVIaPHOFO anuTennAa.

8140/3 ApeHokapunHoma BAlY
8070/3 MnocKokneTouHbI pak BAY
8020/3 KapuunHoma HegndpepeHumposaHHaa bAY

MoaTwnnbl:

*  ajeHoKapuuHoMma

*  WHTeCTUHa/bHbIA Tun (8144/3)

+  CBeT/NOK/NeToYHas ajeHokapuuHoma BAY (8310/3)

*  MYLWHO3HaA KMCTO3HaA ONyXO/lb B COYETaHWNM C UHBA3UBHOM KapLuHoMoii (8470/3)

*  MyUWHO3Has ajeHokapuuHoMma (8480/3)

*  AMCKOTe3nBHas KapuuHoMa (8490/3)

*  BHYTPMNY3bIpHasA NanuaApHan Onyxob B COMETaHUMU C UHBA3UBHOM KapLuHoMoii (8503/3)

Nokanusauna: Hanbosee 4aCcToON NOKaM3aL e OMYXON ABAACTCA HO KeNYHOTO Ny3bipa
(60%), Ha BTOPOM MeCTe Mo YacTOTe JIOKANN3aLMUU CTOUT TENO KeNYHOrO Ny3bips (30%), pexe
OMyX0/1b BO3HWMKAET B WEMNKE XKeNYHOro ny3bipa (40 10%).

Makpockonuyeckoe uccnegoBaHue: 661blWwan 4acTb 3/10Ka4eCTBEHHbIX HOBOO6pa3o-
BaHWI XENYHOro Ny3bipA BO3HMKaeT B 06/1aCT AHa. MakpoCKONMYeCcKn onyxonu o6bluHO
NN0X0 OTrpaHuYeHsbl, ¢ AMPPY3HLIM TUMOM poCTa, NAOTHON KOHCUCTEHL UK, cepo-6enoro
useTa. OcobeHHo TpyaHa AnddepeHLManbHan 4MarHoCTMKa C XPOHUYECKUM XO1eLUCTUTOM
KaK Ha JoonepaLMoHHOM 3Tane, Tak U NpW McCne0BaHUM ONepaLMOHHOro MaTepuana, c 3Toi
Le/blo HeobxoAnMo 6onee feTanbHoe NCCae0BaHNe NOCAeAHEer0. DKk30PUTHbIN TUM pocTa paka
KeNYHOTO My3blpA 60/1ee xapaKTepeH A8 ONyXoei, pa3BrBaloWMXCA Ha GOHe MHTPany3bIpHbIX
nanuAnApHbIX ONyxosei. InA MyLMHO3HbIX ONYyX0e XapaKTepHa C/IM31CTasa MOBEPXHOCTb,
B TO BpeMA KaK 417 CapKoOMaTOMAHbIX U HegnddepeHUNpOBaHHbIX PaKOB XapaKTepeH pocT
HOBOO6pa30BaHMA B BUAE NOANMNA PbIXJION KOHCUCTEHL MW,

Mukpockonuyeckoe ncciegosaHune: Hanbonee 4acTo BCTPeYaloLWMMCA BUAOM OMyXoaein
XeNYHOro Ny3bipA ABNAETCA a/leHOKapLUNHOMa, NpeAcTaBAeHHan HECKONbKMMM BapUaHTaMu:

1) 6uAnapHbIN TUN aAeHOKAPLUHOMbI ABAAETCA CaMbIM PacnpOCTPaHEHHbIM TUMOM paka
eNYHOrO Ny3bIpA, N0 MOPPOIOrMHECKOMY CTPOCHUIO M TEYEHUIO HaNOMUHAET NPOTOKOBYHO
aZileHOKapLMHOMY NOAXeNyAOYHOW enesbl; ONyXo b NpescTaBaeHa pa3AeseHHbIMU MeXAY
coboli TybynapHbIMU CTPYKTYPaMu, BbICTNAHHbIMU KYOUYECKUM U/ UAN LUAVHAPUYECKUM
3NUTeNMeM, pacnosiaraloWwmMMnUCs B 4€CMONIACTUYECKON CTPOME C Pa3/IMYHOM CTeNeHbIo
KNeTo4YHOCTH,;

2) VHTECTMHANbHbIA TUM aAEHOKAPLMHOMbBl — MEHEee YacTo BCTPEYAKoWMINCA TMN pakKa
XeN4YHOoro nysbipAa, COOTBeTCTByI'OLLI,VII\/‘I No CTPOEHUIO ail€eHOKapLUMNHOME KULIEeYHOro
TWNa; B NepBYI0 0Yepesb NpU AaHHOM TUNe paka Heo6XOAMMO UCKNIOYNTL NePBUYHYIO
NIOKa/IN3aL Mo ONyX0aUN B TONCTON KULLKE;

3) MyUMHO3HaA afeHOKapLMHOMA: Ha/IMuMe MYLIMHA B PaKax Xe/YHOr 0 Ny3bipsA BCTPeYaeTcs
B 7% BCeX Cy4aeB, O4HAKO KPUTEPUEM A/1A YCTaHOB/IEHUA MYLIMHO3HOW aZleHOKapLUMHOMBI
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ABaseTcs 6osee yeM 50% cogeprkaHne BHEKNETOYHOTO MYLMHA; AAHHbIA TUN ajeHo-
KapLMHOMbI MO CTPOEHUIO UAEGHTUYEH aleHOoKapLHoMaM 060l Apyroi foKkanmsaymm.
B0o3MOXHbBI COYeTaHWNA MYLLMHO3HOW aZleHOKapLUHOMbI U MePCTHEBUAHOKAETOYHOIO paKa.
Kak npaBu/io, MyLMHO3HbIE KApPLMHOMbI HA MOMEHT UX 06HapyxKeHWs 60/blle B pa3Mepax,
oTAnYatoTCA 6onee arpecCcMBHLIM TeHEHMEM, B OT/IMYME OT raCTPOUHTECTUHANbHBIX
MYLMHO3HbIX aZleHOKapLMHOM MUKPOCATENIMTHO CTabUNbHBbI.

K pexe BCTpeyalowwmMMca TUNaM paka )ea4yHoro ny3blps OTHOCATCA AUCKOTe3nBHasA Kap-
LMHOMa C Ha/In4MeM NepCTHEBUAHbBIX KNETOK UAM 63 HUX, KeNe3UCTO-N0CKOKNETOYHbIN
pak (Mpy HaNMYMU NNOCKOKNETOYHOTO KOMMOHEHTa >25%), CBET/NIOK/NETOYHAA KapLMUHOMa,
M/I0CKOK/IETOYHbIN paK (OT/MYAIOWNIACA 60/1ee arpecCUBHBIM TeYEHWEM), renaTonAHas afAeHo-
KapLMHOMa, CapKOMaTOMUAHbIV paK.

AvddepeHunanbHbili AMarHo3 NnpoBOAAT C aAeHOMWOMATO3HOMN runepniasnei u CMHycamm
AwodPa—-POKMTAHCKOTO; MPU paKe XeAYHOro Ny3blps, NTOMUMO MJOTHO pacrnonaraLnuxcs
6osee MeNKUX KeNe3nCThIX CTPYKTYP, TaKKe HabaogaeTca KAeToOYHaA aTUNKUA anuTeans
Xenes, a UX NPOCBET, KaK NpaBM/10, OPUEHTMPOBaH NapainenbHO CAN3NCTOM 060/104Ke.

MonekynspHaa naToA0rnA: BCTPEYalOTCA OMYXOAUN C TMnepaKcnpeccueit/amnandukasnen
HER2. NHroaa soiasasetca MSI.

MporHo3 n npeAnKTUBHbIE GaKTOPHI: K Hanbonee NPOrHOCTUYECKM 61aroNpUATHLIM
OTHOCAT PaK XeAYHOro Ny3bipA C UHBA3MEN He gasnee MblweyHon 060n104ku (T2), npu 3Tom
HYXHO BbITb yBepeHHbIM, HTO MakponpenapaT Uccae0BaH TOTaNbHO, U MHBA3UA a,eHOKap-
LLMHOMbI OrpaHMyeHa Mbille4Ho 060n04Kol. K npeagnKTOpHbIM GakTopaM Nporpeccun paka
eNYHOro ny3blpA OTHOCAT BOB/eYEHNE B OMYX0J1eBbIi NpoLecc cMHycoB Alwodpdpa—-PoknTtaH-
CKOro, pacnpoCTpPaHeHHOCTb MYLIMHO3HOW aleHOKapLMHOMbI, COCTOAHMNE Kpan pe3eKumnmn
Mo My3bipHOMY MPOTOKY (MO3UTUBHBIA NM6O HEraTUBHbIN). AAEHOKAPLUMHOMBI C MHBA3WeE
rny6xe Mbllle4HOM 060104KM 06N1aal0T arpeCcCUBHbLIM Te4eHMEeM, 5-1eTHAA BbIXKMBAeMOCTb
cocTtaBnfaet 45-70%.

CocyauncTbie M NepUBacCKynsAapHbIe ONYyX0AKn

B npeabigywen knaccupurkaumm 2010 r. gaHHbIA TUN ONyX0anel OTHOCUACA K Me3eHXMU-
Ma/ibHbIM.

9120/0 lemaHrnoma NOS — caMas 4acTo BCTpeyatowanca Jo06poKayeCTBeH-
Has OMyXo/ib NeYeHu, KoTopas B 60NbWMHCTBE CAy4aeB BCTpeyaeTcs
Y WEHLMUH, 4TO 06YCNOBAEHO BAUAHMEM HKEHCKMUX NOOBbIX TOPMOHOB
3CTPOreHOB. B 60/1bWMNHCTBE Cly4aeB reMaHr MOMbl — KaBEPHO3HbIE,
pexe — KanWANAPHbIE AN CMELaHHbIe. BCTpeyatoTcsa Kak OANHOYHbIE, TaK
N MHOXECTBEHHbIE FeMaHTYOMbl.

MaKpOCKONMYECKM reMaHr oMbl UMetoT ry64aToe CTPOEHME U NPeACTaBAAT CO60M XOpOLLO
OTrpaHuWyeHHble 06pa3oBaHMA KPAaCHOrO UK KpacHO-6yporo LBeTa 3a CYeT KaBEpPHO3HOTO
COCYAMCTOro KOMMOHeHTa. Ha pa3pe3se KpynHble reMaHrMoMbl MOYTM BCErAa UMEIOT reTepo-
FeHHYI0 CTPYKTYPY C y4acTkaMu ¢pnbpo3a, HEKPO3a U KUCTO3HbIX U3MEHEHWIA. B HEKOTOPbIX
reMaHrMoMax KaBepHO3Hble MPOCTPAHCTBA KPYMHbIE U LUMPOKO OTKPLIThIE, B 4PYTUX — Y3KMeE
M OKaTble, B BUAE KaHANOB.
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MWUKPOCKONNYECKM TKaHb FEMaHTMOMbI MpejCcTaBafseT CO60/ MHOXeCTBEHHbIe KaBep-
HO3Hble COCYAMCTbIE KaHabl (Pa3NNYHbIX pa3MepoB U GOPMbI), CTEHKU KOTOPbIX COCTOAT
13 GUBPO3HBIX CTPOMA/bHBIX NEPErOPOAOK, BbICTAAHHbBIX OJHUM CN0€M YN/IOLEHHbIX IHAO-
Te/ManbHbIX KNETOK 6e3 NPU3HAKOB LUTONOMMYECKON aTUMUKN MU MUTOTUYECKON aKTUB-
HOCTM. MOTYT MPUCYTCTBOBATb 30HbI CKAEPO3a (MHOTAA — BeCbMa OBLWMPHbIE), @ TaKKe
TPOM6UpPOBaHHbIE MONOCTH.

9133/3 dnuTeAnOUAHAA TEMAaHIMO3HAOTENMOMA — 3/10Ka4YeCTBEHHAA SHAOTeNN-
anbHas ONyXo/b, COCTOALLAA U3 INMUTENNONAHBIX KeTOK B TMaNMHOBOM
1 $UBpPO3HOW CTPOME C MUKCOMATO30M; MOXET BO3HWKATb B MEYEHMU,
Nerkux, KOCTAX M MATKUX TKaHAX. B ne4eHn 4acTo MMeeT MeCTO My/bTU-
$oKanbHOE NOpaXeHue, y HaCTV MaLMEHTOB OTMeYaeTCA O4HOBPeMeHHoe
NOopa)KeHue NevyeHn, TerkKnx N CeNeseHKn.

Makpockonuyeckun o6bI4HO NpeAcTaBAeHa MHOXeCTBEHHbIMU MNOTHbLIMU 6enecoBaTbiMu
y3/71aMu OT 04eHb He6obLWOro pasMepa (e4Ba 3aMeTHOr0 MaKPOCKOMUYECKM) A0 Y3108 ANa-
MeTpoM 6osiee 10 cM.

MuKpoCKONMYyeCcKn omMyxoib COCTOUT U3 KNETOK 3NUTEIMONAHON, 3Be3/4aTON 1 BepeTeHo-
BUAHON GOPMbI C MENKUMU AAPbILIKAMU, 303MHOPUABLHONM LLMTONA3MON C BHYTpUNIasMaTuye-
CKUMU BKAtOYEeHNAMK. KneTKu pacnonaratoTca o4MHOYHO NMbB0 06pasytoT TAXKN. XapaKTepHa
MHBAa3MA NOPTa/ibHbIX TPAKTOB, CUHYCOW/AOB, HEPeKO C 04araMun HeKpo3oB. MUToTUYeCKMiA
MHZAEKC B JaHHbIX HOBOOGpa3oBaHUAX BapnabeneH, MOryT BCTpeYaTbCA pejKue MUTOTUYeCKMe
ourypel. UTX nccneposaHune BoiABAAET 3KCNPECCUIO SHAOTeNMaNbHbIX MapkepoB — CD31,
CD34, D2-40, ERG, B 0TAeNbHbIX KNETKaX BbIABAALTCA 3KCMpeccma UnTokepaTuHos 8/18.

MporHo3 3aboneBaHns KpaitHe BapnabebHbIN, TMCTONOTMYECKMX YEPThI OMYXO/IN He BAUAIOT
Ha NporHo3 3aboneBaHus.

AvddepeHumnanbHbiii AUarHo3: MHGaHTUAbHAA reMaHrmoMa (paHee HasbliBanacb UHGAHTUAL-
Has reMaHrnosHgoTennoma) B 90% cny4yaes BO3HUKAET B paHHEM BO3pacTe, 40 6 Mec., PeAKo
BbIABNIAETCA Y NOAPOCTKOB UAN MONOAbIX NtoAel. HdaHTUAbHasA reMaHrnomMa — gobpokaye-
CTBEHHaf OMYyX0Jib, He CKIOHHAA K MaIMrHU3aL MM, OHAKO CKIOHHAA K 6bICTPOMY POCTY, Yalle
npeAcTaB/ifeT cob0l CONNTAPHbBIE Y3/1bl, PeXe BbIABNAETCA MYNbTUPOKANbHbIA POCT OMYXO/N.
TMcTONOrNYEeCKMN ONYX0Nb NpeAcTaBAAeT CO60M MHOFOYNCNEHHbIE XOPOLO CHOPMUPOBAHHbIE
3KTa3MpPOBaHHbIE COCY/Abl CPeAHEero Kaanbpa c NpoCBeTOM HemnpaBuabHOW GopMbl B $pn6pO3-
HOW cTpoMe. B LLleHTpasibHOM YaCcTM ONYXO0/IM MOTYT ObITb BbIpaXKe€Hbl BTOPUYHbIE U3MEHEHUSA
(TPOM603bl, KPOBOWU3ZNUAHMSA, HEKPO3bI). DHAOTENNA/IbHBIE KNETKU HE UMEIT aTUMUYHBIX
YepT, 04HAKO AOCTATOYHO YacCTO BbIABAAIOTCA MUTOTHYECKME duUrypsl (6onee 10 B 10 nonsax
3peHUs), 4TO He BAMAET Ha MPOTHO3, OTPaKas /NLb CKAOHHOCTb OMYX0JIU K 6bICTPOMY POCTY.
Cy4an ManurHU3aLmum KpaiHe pegku. [lnarHos He TpebyeT X noATBepXKAeHUA, AOCTATOYHO
PYTUHHOMO FMCTONIOTUYECKOro uccaeaoBaHua. X naHens (Mpu He06X0AMMOCTH) BKAKOYAET
cneayoune mapkepsl — CD31, CD34, ERG, FLI-1, GLUT-1.

9120/3 AHrnocapkoma neveHu

MaKpOCKONMYECKN OMYyXO0Nb C MYAbTULLEHTPUYECKUM MHOUABTPATUBHLIM XapaKTepoM
pocTa, 6enecoBaTo-ceporo LBeTa C KPOBOU3NMAHNAMM.
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MUKpoCcKonuYyeckn onyxosib NpeAcTaBieHa MHOrO4YMUCAEHHLIMU aHACTOMO3MPYOLWNMK
MeXAy coboi COCYAUCTBIMU WENAMU C POCTOM OMYXO/EBbIX KIeTOK BAONb CUHYCON/AOB
nMapeHXMMbl MeYeHU, MOryT NMPUCYTCTBOBATL NOAOCTU, BbICTAAHHbIE NANUANAPHBIMU KAeT-
KaMu, SMUTENNOUAHbIE KNETKU C 60/1bIINM KONNYECTBOM LuTonAasMbl; MIX naHenb BkaoYaeT
OCHOBHble 3HAO0TenanbHble Mapkephl, a Takxe claudin5, ulex europaeus lectin, peakuyus
C UMTOKepaTMHaMM HeraTUBHaA.

Mpunoxenune 3. Knaccupukauyma TNM/AJCC
(8- nepecmortp, 2017 r)

FenaTouennonapHbLIN pak
MepeuuHas onyxons (T)

TX — OLEHUTb NEPBUYHYIO OMYXO/b HEBO3MOXHO;

TO — npU3HAKOB NEPBUYHOW ONYXONU HET;

Tla— 0AMHOYHAA ONYX0/b<2 CM B HAUBO/bLIEM U3MEPEHUMN, C COCYAUCTON MHBA3MEN
unn 6es Hee;

T1b — 0AMHOYHaA ONyX0/b>2 CM B HaUBO/blIEM U3MePEHUU, 63 COCYANCTON UHBA3UY;

T2 — o0AMHOYHaA ONYXO/b C COCYANCTON MHBA3NeEN >2 CM NN MHOXECTBEHHbIE OMyXO0an
He 6onee 5 cM B HanbonblieM U3MepeHUH;

T3 — MHOXeCTBEHHbIe OMYX0U, OfHa N3 KOTOPbLIX>5 CM B HanbonblieM n3MepeHunu;

T4 — O0AMHOYHAA UNN MHOXeCTBEHHbIE ONYX0AUN Nto60ro pasmepa c npopacTaHmeM

B KPYMHYI0 BEeTBb BOPOTHOW BeHbl 160 B NeYeHOUYHYI0 BeHY, 1M60 npopacTaHue
B COCE/HWE OpraHbl, BKAOYas Anapparmy (KpOME KeN4HOro ny3bipsa), AU NpopacTato-
wue BACLLepanbHYIo 6POWNHY.

PernoHapHbie numéoysnsbi (N)

PeFMOHaPHbIMI/I ﬂIAMq)aTI/I‘-IeCKMMI/I y3namMu ABNAOTCA ﬂMMq)aTIA‘-IeCKVIe Y3/1bl BOPOT NeYyeHn
(paCI‘IOI‘IO)KeHHbIe B neququo—,deHaAu,aTMnepcmoﬁ CBFIBKE).

NX — HeAOCTaTOYHO AaHHbIX 417 OLEHKN COCTOAHUSA PErMOHAPHbIX IMMdaTUYECKUX
y3/10B;

NO — HeT NpM3HaKOB MeTacTaTMYECKOro MOPaXeHNA pernoHapHbIX AMMPaTUYeCKNX
y3/108;

NT— uMeeTca nopaxeHue permoHapHbIX IMMPaTUYECKUX Y310B MeTacTasaMu.

OTaaneHHblie MeTacTasbl (M)

Mx — HeAO0CTaTOYHO JaHHbIX ANA ONpejesieHNA OTAaNeHHbIX MeTacTa3oB;

MO — oTaaneHHbIX METACTa30B HeT;

M1 — wuMetoTCA OTAANEHHble METACTAa3bl;

pTNM — natoructosnoruyeckas knaccuoukauma. TpeboBaHUA K onpeseneHuUto KaTeropun
pT, pN, pM cooTBeTcTBYOT TpeboBaHNAM K onpegeneHuto kateropuin T, N, M.
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G —rucronaTtonorunyeckas anddepeHympoBKa:

Gx — cTeneHb AuPPepeHLNPOBKM He MOXKET BbITb YCTaHOB/IEHA;
G1— BblCOKas cTeneHb AudpdepeHUNpOBKY;

G2 — cpepgHAa cTeneHb AnddepeHLUNpPOBKY;

G3 — Hu3Kkaa cTeneHb gndpdepeHUNpoOBKHY,

G4 — HeandppepeHUMpPOBaHHbLIE OMYXONN.

Ta6auua 5. Mpynnuposka no craguam 'LUP (AJCC).

Cragusa T N M

1A Tla NO MO
1B T1b NO MO
1l T2 NO MO
1A T3 NO MO
1B T4 NO MO
IVA Jioboe 3HaveHne T N1 MO
IVB Joboe 3HaveHne T Jo6oe 3HayeHne N M1

BHyTpuMneyeHo4YHaa X0NaHrMOKapLuuHoMa
MepeuuHas onyxons (T)

Tx— HeAOCTaTOYHO AaHHbIX ANA OLEHKN MePBUYHON OMyX0NK;

TO — nepBMYyHasa ONyXxONb He onpejenneTcs;

Tis— pakinsitu (BHyTpPUNpoOTOKOBas OMYXOb);

T1— conunTapHas onyxonb 6e3 MHBa3MM COCYAOB, <5 cM nan>5 cm;

Tla— connTapHas onyxonb<5 cM 6€3 MHBa3UKN COCYA0B;

T1b — conuntapHas onyxonb>5 cM 6€3 MHBa3UKN COCYA0B;

T2 — conutapHas onyxonb C BHYTPUNEYEHOYHON NHBA3MNe COCY/A0B UM MHOXKECTBEH-
Hble ONyXoNeBble y3/1bl B CO4ETaHUM Uan 6e3 MHBa3nu COCy/0B;

T3 — onyxonb, NnpopacTatolyas BUCL,epanbHyto 6ploWmnHy;

T4 — onyxonb, BOB/AeKalowWana MecTHble CTPYKTYPbl NyTeM NPAMO UHBA3NN.

PernoHapHble nuMmbaTuyeckue ysasl (N)

NXx— HeAOCTaTO4YHO AaHHbIX A4NA OLEHKN COCTOAHNA PErMOHaPHbIX IMMPATUYECKNX Y310B;
NO — HeT NpM3HaKOB MeTacTaTU4eCKOro MOPaXKEHNA PErMOHAPHbIX TMMGATUHECKUX Y3/108;
NT— wuMeeTca nopaxeHue permoHapHbIX IMMPaTUHECKUX Yy310B MeTacTa3aMu.

OTpaneHHble MeTacTasbl (M)

MO — HeT NMPU3HAKOB OTAA/NI€HHbIX METACTa30B,
M1 — wuMeloTCA OTAaNEeHHble METACTasbl.
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K pernoHapHbIM MMMPaTUYECKMM y3/1aM NPU BHYTPUNEHEHOYHON XONaHT MOKapLMHOMe
N1eBOW AONM MEYEHN OTHOCATCSA IMMPOY3/ibl BAONb FeNaToAYOAEHAIbHOM CBA3KM (Y316l BAO/b
06Lero }eN4HOro NPOTOKA, MEYEHOUHOM apTepum, BOPOTHOM BEHbI U MY3bIPHOTO NPOTOKA),
NMMbaTUYeCKne Y3/bl BAO/b NeYEHOYHO-XKeNYA0YHOM CBA3KM, a TaKxKe HUXKHMe Anadpar-
MasbHbIE y3/1bl (KaK YaCTHbIN BapUaHT MeTacTasnMpoBaHus).

Mpu onyxonsax NpaBoW AOAW NeYeHN K PerMOHapHbIM OTHOCATCA AMMbaTUHeCKne Y3 bl
B/AO/1b renaToAyo/eHabHO CBA3KM, a TaKKe OKO0ABeHaALaTNNEePCTHbIE M NepunaHKpea-
TUYecKkne anMdaTryeckue y3sel.

Ta6auuya 6. Mpynn1poBKa No CTafMAM paKa BHYTPUMNEUEHOUHbIX Xen4HbIX npoTokos (AJCC).

Cragusa T N M
0 Tis 0 0
1A Ta 0 0
1B 18 0 0
Il 2 0 0
1A 3 0 0
11IB 4 0 0
\% Job6an Niobas 1

AnA BCeX BHYTPUMNEYEHOUHBIX XONAHTMOKapPLMHOM OTAaNEHHbIM CUMTaeTCA MeTacTasnpo-
BaHWe B YpeBHble, NapaaopTasbHble UV NapakaBa/bHble IMMPaTUYeCKMe y3/bl. TUMUYHBIMK
y4acTKaMu OTAANEHHOTO PacnpoCTPaHeHUs ABAAIOTCA BHYTPUMNEYEHOUHbIE 04aru (KoTopele
KNaCCUPUUMPYIOTCSA B KaTEropUM CTaZnm onyxoan T KakK MHOXKEeCTBEHHbIE OMYX0/IK), a TaKKe
ropaxeHuve 6pOWKHLI U Aanee B NopsAAKe y6biBaHUA MO 4acTOTe BCTPEYAEMOCTU KOCTH,
Nerkue u nnespa.

Pak BHEMEeYeHOUYHbIX XeNYHbIX NPOTOKOB (B 061aCTU BOPOT NeyeHM)

Mepeuunas onyxons (T)

TX — Hep0CTaTOYHO faHHbIX ANA OL,EHKN NePBUYHON ONyX0NK;

TO — nepBMYHasA ONyXonb He onpejenseTcs;

Tis — pakinsitu (BbicOKas CTeneHb 4Ucnaasmu);

T1— onyxo/b OrpaHW4eHa XeN4HbIM MPOTOKOM C PacllMpeHreM 40 MblleYHOro CN0A

WM BONOKHUCTOM (GMEPO3HOIA) TKaHK;

T2 — onyxo/ib NPOHWKAET 3a CTEHKY XeNYHOTO MPOTOKA B OKPYKalOlLYI0 MPOBYIO TKaHb
MPOHMKaeT B COCe/HIOI0 MeYEHOYHYI0 NapeHXnMY;

T2a — onyxonb NpopacTaeT 3a Npe/e bl CTEHKWN NPOTOKa C MHBa3Ue B OKPYXatolyto
XUPOBYIO TKaHb;

T2b — onyxosb npopacTaeT B Npu/iexalyyto NapeHXMMy neveHu;

T3 — onyxosb npopacTaeT B BETBM BOPOTHOMN BEHbl NI MEYEHOYHOW apTepumn C 04HON
CTOPOHbI;
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T4 — onyxosb MpopacTaeT B rN1aBHbI CTBOJI BOPOTHOW BEHbI U €e BETBU C 06enx
CTOPOH; NN UHBA3MA O6LLe NeYeHOYHOW apTepum; UAN pacnpocTpaHeHe onyXxonu
Ha NPOTOKM 2-ro NopAjKa c 06enx CTOPOH; UM NopaXkeHne NPOTOKOB 2-ro NopAjKa
C O/HOW CTOPOHBI C MHBA3Mel KOHTpanaTepaibHOW BETBU BOPOTHOW BEHbI /N BOB/E-
YeHMEeM NevyeHOYHOW apTepun.

PernoHapHbie anmdaTudeckume ysasl (N) BOpOT neyeHmu, BAOAb Ny3bIpHOTO U 06wero
EeNYHOro NPOTOKOB, BOPOTHOW BEHbl, MEYEHOYHO apTepuK, a TaKxKe 3ajHue NaHKpeaTo-
AyozeHanbHble AMMPOY3 bl

NX — HeAoCTaTO4YHO AaHHbIX 4NA OLEHKMN NopaXeHna IMMPOy3n08;

NO — HeT NpM3HaKOB MeTacTaTU4eCKOro MOPaXKEeHNA PermoHapPHbIX TMMGATUHECKUX Y3/108;

N1T— 1-3 nonoxutenbHbix NMMaATUHECKNX Y314, NOParKeHne AMMPOoy3a10B BAOAb NY3bIp-
HOro NMPOTOKa, 06Lero }en4HOro NpoToKa, Ne4eHOYHOM apTepuun, 3ajHMX NaHKpeaTo-
AYOAEHaNbHOW 1/ NAN BOPOTHOW BeHbI;

N2 — =4 nonoxuTenbHbIXx NMMPaTUYECKNX Y312 U3 y4acTKOB, ONncaHHbix ana N1.

OTpaneHHble MeTacTasbl (M):
MO — HeT OTAaneHHbIX MeTacTa30B;
M1 — ecTb OTAa/I€HHbIE MeTacTasbl.
MeTacTasbl B IMMPATUYECKUX Y31aX, PACMNONOKEHHbIX AUCTaNbHEE renaToAyoAeHaIbHON
CBA3KM, KNaccMPULMPYIOTCA KaK OTAaNeHHblIe MeTacTasbl.

Ta6auua 7. [pynnupoBKa no CTagnaM paKa BHENeYeHOUHbIX ¥e/4HbIX MPOTOKOB
(B 06nacTn BOpPOT nevexn).

Cragusa T N M

Cragmsa 0 Tis NO MO
Cragwmsa | T NO MO
Cragusa ll T2a—b NO MO
Cragwmsa A T3 NO MO
Cragwmsa llIB T4 NO MO
Cragusa IIIC Jlobaa T N1 MO
Cragusa IVA Jlobaa T N2 MO
Cragusa IVB Jlobaa T Jlobas N M1

Pak BHene4YeHOUYHbIX XKeN4YHbIX NPOTOKOB (AUCTaNbHble —
HUWXKe BNajeHns Ny3bIpHOro NpoToKa)

MepBuynas onyxonsb (T)

TX — HezoCTaTOYHO AAHHBIX A8 OLEHKU MEPBUYHON ONYX0/K;
TO— mepBUYHAA OMyXO/b He ONpeAensieTcs;

Tis— pakinsitu (BbiCOKas CTeneHb AUCNAA3NN);
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T1— onyxo/b MPOHMKaeT B CTEHKY NPOTOKa rNy6uHON MeHee 5 MM;

T2 — onyxonb NPOHWUKaET B CTeHKY NPOTOKa rnybuHomn 5-12 mm;

T3 — onyxosb NpOHUKaeT B CTEHKY NPOTOKa rnybuHon 6onee 12 Mm;

T4 — wvHBa3WA ONyXO0/M B YPEBHbIN CTBOJ, BEPXHIOIO 6pbiXKeeyHyto n/unam obiyio neve-

HOYHYI0 apTepuio.
PernoHapHble anmpaTmnyeckme y3abl (N) B40b 06LEr0 XeaYHOro NpoToKa, obuei

ne4yeHOYHOW apTepun, BOPOTHOM BeHbI, NepeHue 1 3aAHNe NaHKpeaToAYyOoAeHa bHble Y3/1bl

1 anMébaTUYeCKMe Y3/bl, PaCNO/I0KEHHbIe CNipaBa v BAOb BepHell 6pbKeeyHol apTepum

NX — HeAoCTaTOYHO AaHHbIX A1 OLEHKN NOpaxeHna AMMGOy3/10B;

NO — HeT MpM3HaKOB MeTacTaTM4ECKOro NOPaXeHUA PpermoHapHbIX AMM$aTNYeCKMX Y310B;

NT— 1-3 nonoxutenbHoix NMMaTUHECKNX Y31a;

N2 — =4 nonoxuTenbHbiXx NMMbATUYECKUX Y3Na.

OTpaneHHble MeTacTasbl (M)

MO-HeT OTAa/NIeHHbIX METACTA30B;
M1-ecTb oTAaNEHHbIE MeTacTasbl.

Ta6auya 8. MpynnupoBKa Mo CTaAMAM paKa BHENEeYEHOUHbIX HEeNUHbIX POTOKOB (ANCTa/bHbIX).

Cragusa T N M
Cragusa O Tis NO MO
Cragus | T1 NO MO
Cragwms lIA T N1 MO
T2 NO MO
Craawmsa |IB T2 N1 MO
T3 NO MO
T3 N1 MO
Cragua llIA T N2 MO
T2 N2 MO
T3 N2 MO
Cragus IlIB T4 NO MO
T4 N1 MO
T4 N2 MO
Cragusa IV Nlwobaa T Nobas N M1

Pak xxen4Horo nysbips
Mepeuunas onyxons (T)

TX — HejOCTaTOYHO AaHHbIX ANA OLLEHKMN MEPBUYHOMN OMYX0ONK;
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TO — nepBMYHaA ONyXONb He onpeaenaeTcs;

Tis — pakinsitu;

T1— onyxosnb npopacTaeT B COBCTBEHHYIO MAACTUHKY UMW MbllLeYHbI CAOW;

T1a— onyxonb NpopacTaeT B CO6CTBEHHYIO NAACTUHYATYO 060/104KY;

T1b — onyxonb NpopacTaeT B MbIlEYHbI C/0W;

T2 — onyxonb NPOHUKaET B NEPUMYCKYNAPHYIO COeANHNTENbHYIO TKaHb Ha OPIOWHOW
cTOpoHe 6e3 BOB/IeYeHUsA Cepo3bl (BUCLEPANbHON GPIOWMHBI) UAN B TEPUMbBILIEYHY IO
COeAVIHI/ITeI'IbHyIO TKaHb Ha neququoﬁ CTOPOHe 663 BpaCTaHI/IFI B Ne4YeHb;

T2a — onyxo/ib NPOHMKaeT B NePUMYCKYNAPHYIO COeAUHUTENbHYIO TKaHb Ha 6plOLWHOM
cTopoHe 6e3 BOB/eYeHMA Cepo3bl (BUCLEpaibHON GpoWmHbI);

T2B — onyxo/b NPOHUKaET B NEPUMYCKYNAPHYIO COeANHNTEIbHYIO TKaHb Ha MeYEHOYHOW
CTOpOHe 6e3 BpacTaHWA B NeYeHb;

T3 — onyxo/ib NpopacTtaet B cepo3sy (BUCLEpasbHYIO 6PIOWMHY) U/UAK NpAManA MHBA3WA
B MeYeHb u/nUan Apyrue cCoceaHme opraHbl U CTPYKTYpbl (KenyAoK, ABEHAALATUNEPCT-
Has K1LKa, 060404Has KULLIKa, NOAXeYA04YHas }Kee3a, CalbHUK, BHENeYeHOYHble
e/IYHbIe MPOTOKMK);

T4 — WHBa3MA ONyX0WN B BOPOTHYIO BEHY UM MEYEHOYHYIO apTepHIo MW MHBA3UA 4BYX
n 6onee opraHoB 1 CTPYKTYP.

PernoHapHbie iuMdpaTudeckue y3asl (N) —aumMpaTudeckume y3bl BAONb renaToAyOAEHANbHOM
CBA3KM, @ TaK)Ke OKON0ABEHAALLATUMEPCTHbIE U NepunaHKpeaTuyeckme NMMPaTuyeckme y3nsl
NX — HeAOCTaTOYHO AaHHbIX 417 OLLEHKU NOpaXeHUs IMMPOy3108;

NO — HeT NpM3HaKOB MeTacTaTU4YeCKOro MOPaXKeHNA PErMoHapHbIX TMMbaTUHECKUX Y3/10B;

N1— nopaxeHue 1-3 permoHapHbix nMMdaTUHECKUX Y3/10B;
N2 — nopaxeHne=4 numMmdaTnyHecKmx y3nos.

OTpaneHHble MeTacTassbl (M):

MO-HeT OTAa/N€HHbIX METACTA30B;
M1-ecTb OTAaN€HHbIEe MeTacTasbl.

3/IOKAYECTBEHHbBIE ONYXOAN ToM/vol. 12 Ne3s2 » 2022 MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KIMHUYECKOW OHKONOT N Russian Society of Clinical Oncology



Bepcus 2022

OMYXOJIN FTEMATOBUJIMAPHOMN CUCTEMBI

521

Ta6auya 9. [pynnmpoBKa paka e/ 4HOro Ny3bIps Mo CTajnAM.

Cragusa T N M
Cragna 0 Tis NO MO
Cragwusa | T NO MO
Cragusa lIA T2a NO MO
Craawmsa lIB T28 NO MO
Cragus 1A T3 NO MO
Cragwmsa llIB T1-3 N1 MO
Cragua IVA T4 NO-1 MO
Craawusa IVB Nwobas T N2 MO
Niobas T Joboit N M1

3/10KAYECTBEHHBIE ONMYXO/IN

Poc

obuwecTso KoM

2

Tom/vol. 12 Ne3s2 - 2022

MALIGNANT TUMOURS
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MpunoxeHue 4.

rup

* \ 4

Ha ocHoBaHWu onyxonesoi
Harpy3sKu, COCTOAHMA NeYeHn
n OC 6onbHOroO, € yyetoM AP,
COOTHOLWeHNA anbbyMuHa /6unm-
py6uHa, CPS, MKC3M

MporHos

CamMas paHHAas cragus (0) PaHHss cragus (A)

* Tonyxonb <2 c™; + Tonyxonb uan <3 y3na, < 3 CM KaxAblit;

*+ coxpaHeHHas QyHKLMsA * coxpaHeHHas ¢yHKLMsA neveHmn’, OC 0
neyexn, OCO

Ana
onpezaeneHus
VHAVBUAYaNN3MPOBAHHOTO
noaxoaa
K Ie4eHunto

XapakTepucTuka nauueHTa

MepBnyHbLIi MeTOA NeyeHus

O)KVIABEMBSI BbDKMBAEeMOCTb

y \ 4 \
MoTeHUMaNbHbIN KaHAW- | 1onyxonb | | <3y3na, < 3 CM Kaxaplii
AaT Ha TpaHCnaHTauuio

neyeHu
[Aasnenue MpoTuneo-
B BOPOTHOM nokasaHus
BeHe, ypoBeHb K TpaHCnAaHTauum
HET OA —p  6unanpybuHa neyeHu
HopmanbHoe MoBblwweHbI?
EcTb? Het
Abnauna Pesekuus Abnsauua TpaHcnaaHTauua
> 5 net

Mepexoa
B 3Tanax eyeHus

MoaroToBKa HM3KONpMoOpUTET-
HbIX METO/0B NP KIUHUYECKOA
XapaKTepUCTMKe C OTCYTCTBUEM
npo6/1eM, CBA3aHHbIX C NeYeHbIo

(Bo3pacr, conyTcTaytoue

3aboseBaHuA, NpeAnoYTeHNA
U AOCTYMHOCTb NaLueHTa)

TpUHATUE KAMHUYECKNX peLeHNIA

3/IOKAYECTBEHHbBIE ONYXOAN
Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM

y
Heocyu.q,ec‘rswma WAn Heyaa4vHana

TAX3
Paagunoambonuzauus
(ToNbKO ANA OAUHOYHOTO
ovaras<8cm

[L{P—2enamouyenntonapHsilipak; OC —obuwee cocmoaHue; AQMT—a-gpe-
monpomeur; MKC3T—modens KoHeyHol cmaduu 3a6o/1eBaHUSA neYeHu;
T[T — mpaHcnaaHmayua neyeHu; TAXD — mpaHcapmepuaibHas XuMuo-
ambonusayus; ONIT—onmumansHaa noddepxusarowas mepanus; CPS—
Kknaccudukayus Yaind-sto (Child—Pugh Score); BCLC — bapcenoHckas
cucmemacmaduposaHus pakanederu (Barcelona ClinicLiver Cancer).

" Kpome nayueHmos ¢ donycmumoli npu mpaHcnaaHmayuu ony-
xoneBol Hazpy3KoU.

2 PeseKyus Moxem 6bimb pacCMOmpeHa B C/Ay4ae 0OUHOYHOU
nepugepansHoli [P ¢ npuemnembiM 06beMOM ocmaroujelica dacmu
neyexu.

PucyHnok 1. CtagmposaHue rno BCLC v ctpaTerusa
neveHus M'UP B 2022 1.
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v

v

Li

MpomexyTouHas cragus (B)

* MHOXECTBEHHbIE y3/1bl;

* coxpaHeHHas pyHKUMS ne-
yeHn', OCO

PacnpocrpaHeHHas ctagus (C)
* nopTanbHas WHBasus 1/ uam

BHene4yeHO4YHOe pacnpocTpaHeHue;

* coxpaHeHHas GyHKumA neyern', OC 1-2

TepmuHanbHas cragus (D)

+ no6as onyxonesas
HarpysKa;

« BbIpaXKeHHas NeyeHo4Has

3/IOKAYECTBEHHBIE ONMYXOJIN

Heocyuie-
cTBUMA

Tom/vol. 12 Ne3s2 - 2022

Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM

T HegocTaToyHocTb, OC 3-4
PacwmpeHHble Y356l yeTko AndoysHoe
KpUTEepum onpeaeneHsl, MHOUNb-
TpaHCnNaHTa- nopTank- TpaTMBHOE
uum (pasmep HbI NOTOK AByAoneBoe
AOMM) CcoxpaHeH, nopaxeHue
Ce/IeKTUBHBIN neyeHun
AocTyn
Y Y \ 4 Y Y
TAX3 CucteMHoe neveHne onTt
>2,5roga >2roaa 3 mecaua
I | A
MoHnxeHne
cTagum
onyxonu
P HeocyujecTBuMa UK HeyAayHas
1-aaMHnA  ATesonusyma6-6esauusyma6 / aypsanyma6-Tpemenmmymab
' Ecnm HeocyujecTBUMO, TO copadeHnb nam neHsaTHMG nan aypsanymab
2-A IMHUA Peropadenn6 ]
% 4 ~
. (ycToiumnBocTb K copagpeHmnby) So z
copade- | Ka6osaHTunué s £ Pa
Hn6a P 9 F z 5
aMyumpymaé £ = 7
(A®T1 2400 Hr/mn S =L
(9] o
o
Mocne aTe3onnsymaba-6esalmsymaba § £
=
Mocne pypsanymaba—Tpemenumymaba @ v
Mocne neHBaTHMGa nn gypeanymaba §
................................................................ z MoryT 6bITb paccMo-
3-annHna  Ka6o3aHTMHMG z TPeHbl anbTepHa-
3 TUBHbIE NOC/EA0-

BaTe/NIbHOCTM, HO UX
3pPeKTUBHOCTb He
NOATBEPX/AeHa
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MpunoxeHue 5.

I Bnepsbie BbISIB/IEHHbIN Yy3en B neYyeHu naymeHTa U3 rpynnbl pucka I

* 1 Pasmep I *
<Tcm >Tcm
KoHTposbHOe [JvHamuyeckume KT + MPT c KOHTpacTMpoBaHueM uam
Y3 +A®N MPT c renaTOTPONHLIM KOHTPACTHLIM NpenapaToM
Kaxaple 3-6 Mec. (Ha OCHOBe raf0KCeTOBOM KUCNOTbI)

I Y3en ysennunsaerca? I I XapaKkTep BacKynapusauum ysna tunudex ana rLp? I
Hert Aa Het Aa
JansHeiiwee Buoncua ysna: Bbicokuii puck
HabtoaeHne TOHKOWUro/ibHasA, [@——— HeT <@ 0C/N0XHEHUIA
core-6uoncua 6uoncun’

JiE]

Y +

lenaTouentoNAPHLIN pak:
obcyxaeHre MynbTUANCLMNANHAPHO rpynnbl no TP

[P — 2enamouennionspHsiii pak; Y31 — ynempassykosoe uccnedosaHue; AQI1 — a-emonpomeut; PKT —
PpeHmaeHoBCKas KoMNblomepHas momozpagus; MPT — MazHUMHO-pe30HaHCHasA momMozpagus.

1 Juaero3 MNP cyumaemcs o60cHoBaHHbIM 6€3 MOpono2u4ecKoli BepuPuKayuu, ecau npu mynsmugdas-

HoU KT u MPT seisgastom munuytsie 45 [P cemuomuyeckue npusHaku (LI RADS 5).

PucyHok 2. PekoMeHAyeMbli1 AMarHOCTUYECKWI aAropuT™ Npu nogospeHnn Ha FLUP ana naumenTa
13 rpynnbl BbICOKOrO pucKa.

Kateropuu no LI-RADS (LR):

+  LR-NC—He vHTepnpeTupyeTcs U3-3a NJ10XOr0 Ka4ecTBa M306paXKeHN NAN HeA0CTaTou-
HOro o6beMa ncciefoBaHuUiL;

+ LR-TIV—onyxoneBbiit TPOMG B BeHe;

+ LR-1-onpeseneHHo gobpokayecTBeHHOe 0bpasoBaHue;

+ LR-2-BepofiTHO, sobpoKayecTBeHHOe 06pa3oBaHue;

+ LR-3-npoMexyTo4HanA BEPOATHOCTb 3/10Ka4eCTBEHHOro 06pa3oBaHus;

* LR-4-Bo3MoxHO, ILLP;

+ LR-5-onpepeneHHo ILP;

+ LR-M —BO3MOXHO MM ONpejeneHHo 310Ka4ecTBeHHOe 0bpa3oBaHme, HO He 06A3aTeNbHO

rLP.
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JononHnTeNbHbIe XapaKTePUCTUKN MPUMEHAIOTCA MO YCMOTPEHUIO PpEHTreHo10ra A1 No-
BbILWEHWA TOYHOCTU ONpeAeneHns NaToNOrMYEeCKUX U3MEHEHW, NOBbILWEHNA YBEPEHHOCTH
B COCTaBJ/IEHHOM 3aK/l04eHNM, 6ONee TOYHOTO ONpeAEeNeHNs KaTeropum.

Ta6auua 10. Kateropum LI RADS (3aBMCMMOCTb OT KOHTpAcTUpOBaHUs 06pasoBaHUs
B apTepuasbHyio dasy).

Ycunenve B apTepuanchyto dpasy Ycunenue B apTepuanbHyto pasy oTcyTcTByeT
Pa3mep obpasoBaHus (MM) <20 =20
JlononHUTeNbHbIE NPUSHAKM: Het LR-3 LR-3
1) «ncespoKancyna»;
2) BbIMbIBaHME B BEHO3- 1 LR-3 LR-4
Hyl0/0TCPOYeHHYI0 dasy Bonee 2 LR-4 LR-4
ckannposanus (HE nepude-
pudeckoe);
3) yBenuyeHue pasmepos
Bbillie TOPOrOBbIX 3HAYEHMI

Kamezopus 3aBucum om Haau4us 00H020 u3 credyroujux Kpumepues: LR-4 — «ncesdokancyna»; LR-5 — BbiMbi-
BaHue B BeHO3Hyl0/omcpodeHHyto dasy ckaHuposaHus (HE nepugepudeckoe)/ysenudeHue pasmepos Bbiwe
Nop0o20BbIX 3HaYeHUL.

LI-RADS — cucmema daHHbIx, uzobpaxeHuli u omyema no uccaedosaruto neqeru (Liver Imaging Reporting And
Data System).

Ans yTouHeHns kaTeropuu LI-RADS (MOBbILWEHWA MW MOHWKEHWA) UCMO/b3YIOTCA Cie-
Ayoumne A0NONHUTEIbHBIE XapaKTePUCTUKK:

+ 21 A0NOAHUTENLHOTO NMPU3HAKA B MONb3Y 3/I0KAYeCTBEHHOCTU: MOBbILIEHNE KaTeropum
Ha ypoBeHb Bbilwe 40 LR-4 (npuMeyaHue — oTCYyTCTBUE AOMNONHUTENbHbBIX MPU3HAKOB
He ABAAETCA MOBOAOM AN CHWKEHUS KaTeropum);

+  =1/.0N0AHNTENBHOrO NPU3HaKa B N0/1b3y 406POKaYeCTBEHHOCTU: MOHMKEHME KaTeropum
Ha ypoBeHb HUKe (NpUMeyaHne — OTCYTCTBUE JOMNOHUTE/IbHbIX MPU3HAKOB He ABAAETCA
noBoAOM ANA NOBbIWEHNA KaTeropvm);

* 21 A0NO/IHNTENILHOrO NPU3HAKa B NONb3Y 3/10Ka4€CTBEHHOCTM M=T JONOAHUTENLHOTO
npu3HaKa B N0/b3y 406pOKaYeCTBEHHOCTM: KATErOPUIO YCTAHOBUTh He/lb31,;

*  [AONO/HUTE/NbHbIE XapaKTEPUCTUKMN 1 HAXOAKMN HE NPUMEHAIOTCA B CNyYae NOBbIlEHNA
KaTeropum go LR-5;

*  BHEO/HO3HAaYHbIX C/ly4anaX peKOMeH/0BaHO MPUCBONTL HauMeHbLlYIo KaTeropuio LI-RADS
13 BO3MOXHbIX. Tak, npu Boibope Mmexay LR-2 n LR-3 cnegyet ucnonbsoBaTh KaTeroputo
LR-2. EcAn HeT yBepeHHOCTM B TOM, YTO MMeeTCA OMYXO/b B BEHe, He yCTaHaBAWBalTe
kaTeropuio LR-TIV.

3/IOKAYECTBEHHbBIE ONYXO0/N ToM/vol. 12 Ne3s2 « 2022 MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KAMHUYECKOI OHKONOT K Russian Society of Clinical Oncology



MpakTuyeckue pekoMeHAaumum RUSSCO

526

"(SAVy-11'a1SVV) LdIN/ LY XiaHeedmnLarAW WisHHRT ou 4| BuniesmireAena sexdahM1d0HIRMT *€ HOHKDUd

‘(saseasiq 4aA17 fo Apnis ay1 Jof uojreidossy

uedLIBWY) NHahaU NNHREaV09eE 0iNHahAEN ou knhenhodde sexdHexndawy — qISyYy (waisAs exeq puy buiriodsy buibeuw) 1aA17) NHahaU 0INHEEOQEY 2N OU BUUSKWIO N
nnHaxedgoen ‘XITHHEE BWawdNd — SQVY¥-|7 ‘Endedzowow seHIHeHOERd-OHWNH2EW — | |y ‘Bndedzowow seHdawoiquwoy — | ¥ Hed niaHdyvoivrahoweusz — 4|

€oHlent?
nmxdahnioropdo
+ €0Hlent?
uundahnIorodpdo
MMILIOMNQ YOH
-H3HIOUI9d 3ehAlD g +
+ MMILIONQ YOH
-HaHIOLIq8 9ehAlD g
"OOW € 9MHIhaL 8
nnneenrekena FoLaw +
VMNIShULIOH Jent?
yiaHanLeHdaL D9 € dMHIhAL & D3N 9
-que/BuHedorsroom nnneenrekena YoLaw D3W 9-¢€ SVHIKAL 8 [dIN/IN
doLaou/xsenAd WUMNISRULDOH BN SMH3KAL 8 Untee 010XD9hULD0OHIeNT
XI9HAL3YLO 8 0iMdLOoNg yiaHanLeHdaL -urekens YoLaw doLaou HaXOWEOg 29N g
uuimoienoirxg ‘Yoxrou -qre/BUHREOTRIOMN UNYIDRULDOOH Jen? D3N 9 SMHAhAL 8 | dIN/IN D3N € SMHIhIL &
viaHdeHunrumn doLgou/xsenAd yiaHaniedal SMHAhAL 8 I dIN/IN WIGHHET ou MHNLOOH.Jen? yos
-ounLavAw XI9HAU3TL0 8 oIMduong -que/avHegor WIGHHEY ou suheenrekena -3hAl FOLaW YIaH
HegoHIWONIY #319AgadL aH yuimoienoiwya ‘Yoxou | | -awddm soHdoLsaol| sunesnrelena BENI9hULIOHIeUT -aniendalave urm
BUTHHAL yiaHdeHnrumn BENIDhMLIOH Jent? :0HREO’HIWOND BUHESOTBIDOM
+ drl UTULArAN + :OHREOHIWONI] doiao||
niaHHesodnududag HegoYHaWONId +
dT. awodx BUHe80ERdQOOEOH + +
anHegogedgoo8oH + + MLDOHHIELIDhEN 90H
SOHHIELIINBHOWE -0oVE 9L20HLB0d?8 SOHHIELIINEN -Hag1d3hexodgol qlegoendolaLex
OHYOWEODS dT1J OHhEHEOHTO dT.J oHXOWeog BeHhoLAkawodu -odgo'? oH1B0da8 OHKBHEOHTO OHYOWEOEIH
Wsavy-n v savy-n ¥ savy-n €savy-n savy-n savy-n savy-n
A

+

+

+

+

+

+

801eh0 XI9HHaVaB198 R_\_jmxsesuum_\x

MALIGNANT TUMOURS

Russian Society of Clinical Oncology

Tom/vol. 12 Ne3s2 - 2022

3/IOKAYECTBEHHbBIE ONMYXO/IN

Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM



527

OonyxXoJIn TENATOBUJIMAPHOU CUCTEMDI

Bepcus 2022

'804010dU XIGHKLX exed MHMLIOHIeUT Windodre NIaWaATHIWONI] i HOHAdMg

‘ewoHnhdexonaHevox seHhoHanaundwAHg — yxug ‘sndedzonzHevox seHpedzodwad EeXIBRNUOHIOPHE — [XJE ‘BndedzoweadsiHeuonzHerox
BBHOHPHOERA-OHWNHZEW — [ [XdW ‘BNPed2owow BeHIHEHOEDd-OHWNH2EW — | d ‘Bndedeowow seHdawoiquwoy — |y anHegopardn aogoyiAacedwavk — g

yxusa eg
Jl9HHef]
OHBHIOLIIAE 3H D1Md M3 ‘[ IXdIN _ _ yauhe.ngeH- 1y fou smdLong | eddafodu
= | auHesoduirer)
MXu8 BdL1aeevouadu oH
A ey * ‘13H

B sBo19Aduenrelensa avHesogedgO “ »
e>danodu 2 HahdaaLou aH — MXud Bo1aelerouradu oH T

B ug HakdaaLou aH yxua * ‘13H

anHesodwnirer) F HX ynHeaogedgo

g, _ 1XdE VUM UBaMDLIONG D AEA-OITHE " - > x_Mzis_M_ou i

£3 MXUS BE JITHHE windolve

o X HawdaaLrou aH yxus BERLIBLOX

= OHDew10> HUhndu XI9HK

IXdE UM MaMdLIOUNQ D NEL-OTHE _ _ OHBHLOLIE 3H 3imd ML ‘JUXdN | BHULOOH ey auHavraraduQ
yxus eg | MXUS e€ d1qHHR
S1aHHe + + +
©)0.0dU 0JOHALAK (eHnxNEYY UM dUHKEdOL SOHAKEWMINOdU OHALALMKOL MHIhAU 8
0.0HhOH3haUNdLAHE anHadumded F exolodu -out’adu) uHahau Lodos amHegogedgo muK exoLodu 01oH suHesogedgo
0JOHhU/3¥ 01OHhOHIhILIIHE 3nHIdMMdRY -hU 0JOHhOH3haUMdLAHE suHadumded soHHesodULOE ] Q0HTMI0D) ewdoH
t f t ;
eddafodu suHesoduiel) _ MHITOXEH 3UHIIhULDOHIBNT] _
ey _ 19H
_ $YXUS 9100H1B0da8 BeX0DI9g |« JUXdN/LdIW

)

ey _ 19H

_ S(LdW/LIM/UEK) a1d0rou BeHmoidg ur eHegoduenreAeng

)

_ (9€9HWEHE 8 B1MIHEIOX OJ3MoIAdMEOdaIND 010HKMEdRL €99) AWoHMNdeNonIHerOX eH suHadeool _

‘g auHaXowrudyy

MALIGNANT TUMOURS

Russian Society of Clinical Oncology

Tom/vol. 12 Ne3s2 - 2022

3/10KAYECTBEHHBIE ONMYXO/IN

Poccuiickoe 0614ecTBO KIMHUYECKON OHKOIOT MM



528 MpakTuyeckue pekoMeHAaumum RUSSCO

MpunoxeHune7.

MoauduunposaHHan cuctema ctagnpoanua Bismuth-Corlette knaccupuumpyet ony-
X0/ NPOKCMMa/bHBIX XeNYHbIX IPOTOKOB Ha 4 TuMa B 3aBMCUMOCTM OT CTENEeHN BOBNEYEHUA
MEeNYHBIX MPOTOKOB.

Ta6auua 11. Knaccudmkauma Bismuth—Corlette (415 paka NpoKCMMasibHbIX XKeN4HbIX MPOTOKOB).

Tun | MopaxeHue 06Liero neYeHOYHOro NPOToKa
Tun |l MopaxkeHne CAMAHNA NeYEHOYHbIX MPOTOKOB
Tun A MopaxeHne NpaBoro Ne4eHOYHOro NPOToKa
Tun 1B MopaxeHne 1eBOro Ne4YeHOYHOro NPOTOKa
Tun IV MopaxeHune 060u1x NeYeHOYHbIX MPOTOKOB
3/I0KAYECTBEHHBIE ONYXO/IN oM/ vol. 12 Ne3s2 + 2022 MALIGNANT TUMOURS
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