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CIMcoK cokpauieHum

1 .
8<DI[I‘—1'[3T/KT — TIO3UTPOHHO-3MUCCUMOHHAsST ToMorpadus ¢ 18-dTopme30KCUINIOK030it, COBMeIlleHHas C
KOMITbIOTEpPHOJi TOMOrpadueii

AJCC - AMepuKaHCKUIT 06beIMHEHHBIIT KOMUTET 110 PaKy

ENSAT - EBporieiickast pabouast rpyIina o u3yueHuto onyxosei Hagmoueunnkos (European Network for the Study
of Adrenal Tumors)

HU (emuuuiibl XayHchuima) - JeHCUTOMETpPUUECKe TToKasaTenn mpu nposeger KT
RECIST - Kputepuu oTBeTa COMMAHBIX OITyxosieit Ha Tepanuio (Response evaluation criteria in solid tumors)
SUV (standartised uptake value) - HaKOTTUTENIbHBII KPUTEPUIL TIPU 18(1),[[1“-1'13T/KT

TNM - MeskayHapomHasi Kiaccubukaumsl CTaauit 3J10KauecTBeHHbIX HOBOOGpa3oBaHuii (abbpesuarypa ot Tumor,
Nodus, Metastasis)

UICC - MexxayHapoaHbIit coro3 1o 6opb6e ¢ pakom (Union for International Cancer Control)
AT - apTepuanbHas runepTeH3us

AKP - pak KOpbl HaATIOUE€YHMKA (CUH.: afPEeHOKOPTUKAIbHBINA PaK)
AKTT - agpeHOKOPTUKOTPOIIHBIN TOPMOH

AJIT - anaHuH-aMMMUHOTpaHcdepasa

APC - aibIoCTEPOH-PEHMHOBOE COOTHOILEHN e

ACT - acnapraT-ammuHOTpaHchepasa

BO3 - BcemupHas opraHm3sanys 3ipaBoOXpaHeHMs

HJIT — qucTaHUMOHHAS JiydeBasl Tepanus

ITTII - raMMa-mIyTaMWI-TPaHCIeNTHAA3a

I'CIIT - r1o6ynnH, CBSI3bIBAIOIINIA IOJIOBBIE CTEPOUIBI

UTI'X — MMMYHOTUCTOXMMIUYECKOe MCCIef0BaHye

KV - koHTpacTHOe ycuneHue

MKB-10 - MesknyHapoHas kiaccuduraiys 6onesteit 10-ro mepecmorpa
MPT - MarHUTHO-pe30HaHCHas ToMorpadus

MCKT - mynbTUCIIMpa/IbHAsI KOMITbIOTEpHAs1 ToMmorpadust

MD3H - cMHIPOM MHOXXECTBEHHBIX d9HAOKPUHHBIX HEeOTIa3Uit
HIIB — HMKHSS TTos1asl BeHa

OBII - opraHbl 6PIONTHO MOJIOCTU

OIK - opraHbl IpyJHO KJI€TKM

IIT'A - nepBUYHBIN TUITePaIbL0CTEPOHU3M

OXII/IIT — deoxpoMoLIMTOMAa/IaparaHyinoMa

CHUK - cungpom Nnenko-Kymnura

TTT - TMpPeOoTPOIHbIN TOPMOH

V3WU - ynbTpa3ByKOBOe UCCIeL0BaHMe



TepMUHBI U OonIpeneIeHus

AnbloBaHTHas XMMHUOTEpANuUa — XMMMOTepalrusda, MpuMMeHsaemMast 1mocjie JOKaJIbHOTO BO3[eiCTBUS Ha OITyXO0JIb B
oeasax spaguKaluum Min JJUTEJIbHOTIO IT0AaBJIeHMI MUKPOMETaCTa30B

repMMHaTMBHaﬂ MyTanus - M3MEHeHMe CTPYKTYpPbl Te€Ha (HOC)'Ie,E[OBaTEJ'[bHOCTI/I HYKJI€EOTUA 0B, XPOMOCOMBI,
FeHOMa), I10 CPaBHEHUIO C pecbepeHCHoﬁ IMoC/IeJ0BaTe/IbHOCTbIO, BO3HMKIIEE B ITOJIOBBIX (Bapo,HbI]J.IeBI)IX) KJIeTKax.

T'MnieprOPTUIIM3M (SHAOTeHHBIN) - KOMIUIEKC KIMHUYECKUMX CHUMIITOMOB, OOYCJIOBIEHHBIX [JIUTEIbHBIM
BO3/IeiiCTBMEM KOPTUKOCTEPOUAOB HA OPTaHM3M BCIEICTBIME UX U30BITOYHOI SHAOT€HHOM ITPOILYKINN.

JOpajiiBepHasi MyTauus — M3MeHeHMe CTPYKTYphl TeHa (II0CIe0BaTeIbHOCTY HYKIEOTUA0B, XpPOMOCOMbI, TeHOMA),
MHUIIMMPYIOIee TIpeBpalieHlie HOpMaabHOM KIETKMU B PaKOBYIO

WHuugeHTa/ioMa HaAIOYeyHMKa - cob6upaTe/ibHOE MOHATHE, BK/IOUAIoIlee pasHOOOpas’Hyl Mo MOopGhoaorum
TPYIIITY OIyxoJieit 6oee 1 cM B iamMeTpe, CIyYaifHO BbISIBJIEHHBIX TPV PaJMOIOTMUYECKOM 00C/IeIOBaHUMN.

KaHneporeHes - CJI0KHBII TaTOGOM3MOIOIMYECKUIL MTPOLIECC 3aPOSKAEHNS Y PA3BUTHS OITyXOJN.

MyTaumss - CTOliKoe (TO eCTb TaKoe, KOTOpPOe€ MOXET ObITh YHACJAeJOBaHO IOTOMKaMM [JAHHOM KJIETKU
(https://ru.wikipedia.org/wiki/%D0%9A%D0%BB%D0%B5%D1%82%D0%BA%D0%B0) WU opraHusma
(https://ru.wikipedia.org/wiki/%D0%9E%D1%80%D0%B3%D0%B0%D0%BD%D0%B8%D0%B7%D0%BC) B ciydae
repMMUHATUBHOI MYyTaIn) U3MeHeHue reHoma

(https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD%D0%BE%D0%BC).

OCTpaH HaAInoO4YeuYHMKOBasAs HeJOCTATOYHOCTh — CMMIITOMOKOMILIEKC, O6yCJIOBIIeHHbIﬁ PE3KMM CHIMKEHMEM WUJIN
IIOJTHBIM IIpEeKpalleHeM d)yHKLUAOHaJ'[bHOﬁ AesATeJIbHOCTY KOPbI HAAIIOUEYHMKOB.

OpdanHoe 3ab6oneBaHMe - peakoe 3abojeBaHMe, KOTOPOE BCTPEUaeTcsl Y HeBGOJBbIIOTO KOMMUYECTBA JIIOMEi
OTHOCUTEJIbHO ob1eit YCIIeHHOCTU HacejeHus: B EBporme (https://www.orpha.net/consor/cgi-
bin/Education_AboutRareDiseases.php?Ing=EN) pegKum MpUHATO CUUTATh 3a601IeBaHME C PACTIPOCTPAHEHHOCTHIO 1
yeoBek Ha 2000 nHacemenms, B CIIA (https:/medlineplus.gov/rarediseases.html) — eciu 3aTparMBaioT He
menee 2000 uenoBek, B Poccun (https://www.rosminzdrav.ru/documents/7025) — He 6omee 10 uenoBek Ha 100 000
HaceJleHusI.

IlepBUYHBIII TUIEPATbAOCTEPOHU3M — KIMHMUECKUIT CUHIPOM, Pa3BUMBAIOIIMIICS B pe3yibTaTe M3OBITOYHOI
MIPONYKUMM aJIbIOCTEPOHA KITyOOUKOBOJ 30HOJ KOPKOBOTO BeIeCTBa HAAIIOUEYHUKOB, IIPU KOTOPOM CEKperyst
aJbOCTepOHAa IOMHOCTBIO MM YAaCTMYHO aBTOHOMHA II0 OTHOIIEHMIO K PeHMH-aHTMOTEH3MHOBOI cClUCTeMe, UTO
00yCI0BIMBaeT Pa3BUTVe HU3KOPEHNMHOBOM TUITOKAIVEeMUIeCKOi apTepuaibHOM rUIepTeH3UN.

CurHaabHbIN IIyTb — IOUIEAOBATEJIbHOCTb MOJIEKYJ, IIOCPEACTBOM KOTOPBIX I/IHd)OpMaIH/IH OT KJI€ETOYHOTO
penenTopa rnepeaaeTca BHYTPU KJI€TKN.

CUHIPOM <«HEYIpaB/IsIeMOii TeMOAMHAMUKM» — [1aTOJIOTMYECKOe COCTOsSIHME, BO3HMKamomiee Ha QoHe
KaTeXOMaMUHIIPOAYIMUPYIOIe  OMyXoau  HaAMOUEYHMKA ¥ XapaKTepusyioleecs pPe3KMM  yuyalleHuem
TUIEPTEH3UBHBIX BBICOKOAMIUIUTYIHBIX KPU30B C YCYTYOISIONIeiicsl HeKypabenbHO IMITIOTOHYEN B MEKIIPUCTYITHOM
nepuozne

CucreMHass XMMMOTEpamnusi — BBeIeHMe IIpernapaToB BHYTPb, MOAKOXHO, BHYTPMBEHHO, BHYTPMMBbIIIEYHO,
paccuMTaHHOE Ha OBV TPOTUBOOIYXOJIEBbI 3(hdEKT.

DeoXpoMOLUTOMA - OITyXOJb XpOMa(dUHHBIX KIETOK CHMMIIATO-aIPEHATIOBOM CUCTEMbl HAIIIOYEUHUKOBOM VU
BHEHaJIMOYeUHNKOBOI JIOKaau3aLuy, Kak MpaBuio, CeKpeTUPYoLas KaTexoaaMUHbI.


https://ru.wikipedia.org/wiki/%D0%9A%D0%BB%D0%B5%D1%82%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%9E%D1%80%D0%B3%D0%B0%D0%BD%D0%B8%D0%B7%D0%BC
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD%D0%BE%D0%BC
https://www.orpha.net/consor/cgi-bin/Education_AboutRareDiseases.php?lng=EN
https://medlineplus.gov/rarediseases.html
https://www.rosminzdrav.ru/documents/7025

1. KpaTkasa nadopmanus

1.1 Onpenenenne 3a060/1eBaHUS WIU COCTOSIHMS (TPYIIIBI 3200/1€BAaHUI MJIU COCTOSTHUIT)

Pak Kopbl HaAllOYeYHMKA (CUH.: afApPEHOKOPTMKaNbHBIN pak; AKP) — penkast 370KauecTBEHHAsl OIIyXOJIb KODBI
HaJI[IOYeYHMKOB, XapaKTepyu3yIoLlas, Kak IPaBU/IO, IO3AHUM CPOKOM BBISIBII€HNS, arpeCcCUBHOCTBIO KIVHMYIECKOTO
TeYeHMs ¥ HebIaroIpuUsITHBIM JIedeOHbIM IIPOTHO30M [1].

1.2 3THonorus u maroreHes 3a00JIeBAaHUS WM COCTOSTHUS (TPYIIIIBI 3a00/1eBaHMi MIU
COCTOSTHUIA)

Kanueporenes mpu AKP 006yciioBieH ApaiiBepHbIMM MYTalMsSIMM psiia TEHOB M aKTMBAIMEil COOTBETCTBYIOIIMX
CUTHAJIBHBIX IyTeii [2]. B GOMBUIMHCTBE CIy4yaeB 3TM MyTallMyM BO3HMKAIOT CIIOHTAHHO B COMAaTMUYECKUX KJIeTKax
KODPBI HAATIOYEYHMKA, ITPUBOIS K CIIOPagMYecKuM caydasm 3aboneBaHus. Takke B ocHOBe martoreHe3a AKP moryt
JIEXXaTh TePMUHATMBHBIE MYTallMM: B 9TOM CiIydae 3aboseBaHue OyIeT HabGMIOmAThCS B paMKaX TOTO WUIM MHOTO
HaUIeICTBEHHOIO CMHApOMa [3].

OmmcaHoO HeCKOIbKO HACTeCTBEHHBIX CMHIPOMOB, KOMIIOHEHTOM KOTOpPBIX siBysieTcst AKP (Ta6i. 1). B pamkax Bcex
CMHIPOMOB OTMeYaeTcsl Hu3kas QeHoTuUnMUeckass ImeHeTpaHTHOCTb AKP, B cBsI3SM C 4YeM, IpPOCIAEIUTH
HAaCIeICTBEHHBIN XapakTep 3a00/eBaHMs aHAMHECTUYECKM JOCTATOUYHO CIOKHO [1]. CaMbIM pacipoCTpaHEHHbIM
HaCIeICTBEHHBIM CHHApPOMOM, BKIouawmyum AKP, saBisercs cuHapom Jin-OpaymeHny, oGHApyKMBAaeMbIil B
6onpmmHCTBE cydaeB AKP B meTckoM Bo3spacte — 1o 80% Bcex IMAIMEHTOB; OH TakoKe SIBJISIETCSI CaMOM 4acToit
IpUYMHOIi HacencreeHHoro AKP Bo B3pocioM Bo3pacTte — 1o 5% Bcex ciryyaeB 3a60meBaHMs. PaciipocTpaHeHHOCTh
OCTJIbHBIX CMHAPOMOB, accoumupoBaHHbBIX ¢ AKP, cocraBiser OT [Oofeil IMpoleHTa 00 3-4% cpedu B3POCIbIX
nanueHToB ¢ AKP [3].

Ta6numa 1. HaciemcTBeHHbIE CMHAPOMBI, accorimupoBaHHbie ¢ AKP [3]

CuHApOM [ApaiiBepHble reHbl PacnpocrpaHeHHOCTb cpeau naumeHTos ¢ AKP
CuHApOM JIn-®payMmeHm TP53 3-5% cpeau B3pocnbiX;
50-80% cpeau aAeTei
CuHAapoM JInHua MSH2, MSH6, MLH1, PMS2 3% cpeaun B3poOCAbIX
M3H 1 Tuna MEN1 1-2% cpeau B3poCnbiX
CeMeiiHbIN afeHOMaTO3HbIN nonuvnos (cuuppom APC MeHee 1%
FapaHepa)
Komnnekc (cuuapom) KapHu PRKAR1A MeHee 1%
CuHapom Beksuta-BupemaHa IGF2, H19 B nokyce 11p15 MeHee 1%
Helipochmb6pomartos 1 Tuna NF1 MeHee 1%

Tene3 curppoma JIn-OpaymMeHu CBSI3aH C MHAKTUBUPYIOIIEl MyTalueit B reHe TP53, reHe-Cylpeccope OIyX0lIeBOro
pocta. CMHAPOM XapaKTepyu3yeTcs pa3BUTHEM CAPKOM MSTKMX TKaHel, paka MOJIOYHOI KeJle3bl, HOBOOGPa30BaHMIi
TOJIOBHOTO MO3ra, Jieitko3oB u AKP. OH Hambojiee 4acTO BCTpeuaeTcs B IOKHBIX pernoHax Bpaswmmm, rome 0,3%
TIOMYJISILIVY SIBJISTFOTCST HOCUTEISIMY repMUHATUBHOM MyTanyy R337H B rene TP53.

B ocHoBe maroreHe3a cuHapoMa JIMHYA JeXaT repMUHATUBHbIE MyTallMi B OGHOM M3 T€HOB CUCTEMbl perapauuu
IOHK (MSH2, MSH6, MLHI1, PMSZ2), 4To IpUBOOUT K Pa3BUTUIO paka MPOKCUMAIbHBIX OTHEI0B TOJCTOM KUILIKK (IO
80% ciyuyaeB cuHApoma JInHua). [Tomumo KomopekTtasbHOro paka u AKP, y manyeHTOB ¢ cuHApOMOM JImHuYa
TIOBBIIIEHBI PUCKM 3JI0KAUeCTBEHHBIX 00pPa30BaHMII APYIMX JIOKaimM3aumii: paka sugomerpust (50-71% ciryyaes
cuHapoMa JInHYa), TTOYevYHOi JTOXaHKM, MOUYEBOTO Iy3bIPsi, MOYETOUHMKOB, SIMUYHMKOB, >Kely[ka, TOHKOW KUILIKMU,
TIOZKETYJOYHOM JKeJe3bl, a Takke MM06IaCTOM rOJIOBHOTO MO3Ta U OITyXOJIeil calbHBIX Kene3. MoryT HabIomaTbhest
TaKye KOKHbIe MTPOsIBJIeHMSI, KaK KepaTOaKaHTOMBI U IISITHA LiBeTa «Kode ¢ MOJIOKOM».

CMHIPOM MHOKECTBEHHBIX SHIOKPUHHBIX Heorutasuit (MOH) 1 Tuma o6ycioBIeH repMUHATUBHBIMU MYTAllUSIMU B
reHe-cynpeccope omyxoneBoro pocra MENI. Haubosnee pacrpocTpaHeHHbIM (EHOTUIIOM aIpeHOKOPTMKAIbHBIX
MopakeHnit, HabmogaeMblM Ipu cuHApoMe MOH 1 Twuma, SBASIOTCS OMHOCTOPOHHSISI WIM ABYCTOPOHHSIS
TUIEePIUIa3yusl KOPbl HAATIOYEYHMKOB U aleHOMBL. DTU IOPaskeHUsT BCTpevaroTcs y 45-55% manmentoB ¢ MOH 1 u
MOTYT OBITh TOPMOHATbHO-aKTUBHBIMY WM HeYHKIMOHANbHBIMU. PacripocTpaneHHOCTh AKP B paMKax CMHApOMa
M3H 1 Ttuma mocturaer 22%. IpyrMMu MposiBieHMsSIMM cuHapoma MOH 1 Tuma Hambomee 4YacTO SIBISIIOTCS
TUIepIvIasusl WIM OIYXOIM OKOJOIIMTOBUAHBIX Keje3, IPUBOASILME K IIepBUYHOMY TuUIlepriapaTypeosy,
IMaHKpeaTnyecKue HelfpOIHIOKPVHHBIE OITyXO0JH, OITYyX0ay runodusa.



AKP Taxke MOXeT BBbISBISITbCS B COCTaBe CMHAPOMOB l'apmHepa (aJZeHOMAaTO3HbIV IOJUIIO3 KUIIKM), BekBuTa-
Bunemana, komriekca Kapuu, Heiipodubpomaros 1 tuma. [Joas 3TUX CUMHAPOMOB B CTpykType AKP, 1Mo maHHBIM
JIUTEpaTyphl, He NpeBbIaet 1% [3, 4].

1.3 dnuaemmonorust 3a00/1eBaHMSI MJIV COCTOSTHUSA (TPYIIbI 3a00/IeBaHUI WU
COCTOSIHUI)

ExeromHoe BbisiBieHne AKP cocrasisget 0,5-2 cayyass Ha 1 MWUIMOH HaceleHMs, B CTPYKType OHKOJIOTMYeCcKOii
cmepTHOCTH cocTassieT 0,04-0,2%. Hanbosnbinast 3a6071€BaeMOCTh HABMI0IaeTCs B FOSKHBIX perMoHax bpasmumnu, 4To
OOBSICHSIETCSI BRICOKO PaCIIpOCTPAaHEHHOCThIO repMUHATUBHOM MyTaruu R337H rena TP53.

Ha MOMeHT IMOCTaHOBKM AMarHo3a CpemgHMii BO3pacT IaiueHTa cocrasisieT 50-60 yeT, ogHako 3aboeBaHMe TaKxkKe
BCTpeuaeTcs y geTeii. JKeHIIMHbBI 60/IEI0T yalile, COOTHOIIeHMe SKeHIIVHBI/MY>KUMHBI cocTaBisieT 2,5:1 [2; 5].

dnuaeMuonoruyeckue pnaHHble 10 Poccuiickoit ®emepanyy OLeHUTb KpaliHe 3aTpPySHUTENbHO, TaK Kak
OHKOJIOTMYeCcKasi OTUeTHOCTH OTHAenbHO 1o AKP He dhopmupyeTcs, perucTp OTCyTCTBYeT.

AKP BriIIOU€eH B iepeueHb opdaHHbIX 3a60meBanuii B PO [6].

1.4 Oco6eHHOCTY KOAUPOBaHUS 3a00/IeBaHUSI UJIU COCTOHMS (TPYIIIbI 3a00/1eBaHUIT UIU
COCTOSTHUIT) 110 MeKAyHapOHOM CTAaTUCTUUECKO Kiaccuburamuy 6o1esHen u
mpooJieM, CBSI3aHHBIX CO 3J0POBbeM

C74 3nmokauecTBeHHOe HOBoOGpa3oBaHue Hagmnoueunuka (https://mkb-10.com/index.php?pid=1399)
C74.0 Kopst Hagmoueunnka (https://mkb-10.com/index.php?pid=1401)

C74.9 HapmnoueuHnka HeyTouHeHHO# yacTy (https://mkb-10.com/index.php?pid=1401)

1.5 Knaccudmkanys 3ad6o1eBaHusI WIN COCTOSIHUS (TPYIIbI 3a00/1eBaHUI WU
COCTOSIHUI)

1.5.1. MexayHapogHasi TMCTOJIOTMYecKas Kiiaccuuramms

CornmacHO MeXXayHapomHOI IUCTONOrMYecKoi (knaccudukanuysi BcemupHoit opranmsanum 3gpasooxpanenus (BO3),
4-e uzganme, 2017 r.), AKP kopupyetcst Kak 8370/3 (Ta6i. 2) [2].

Ta6nuua 2. Knaccudukanysa BO3 ormyxoseit KOpbl HAAIIOYeUYHUKOB, 2017 1. [2]

AAPEHOKOPTUKANbHbIN pak 8370/3
AnpeHokopTUKanbHas ageHoma 8370/0
Onyxonun CTpoMbl NONOBOrO TAXa 8590/1
AneHoMaTonaHas onyxosnb 9054/0

Me3seHxnManbHble 1 CTpOMasibHbl€ ONyXonun

Muenonunoma 8870/0

LLiBaHHOMa 9560/0

FemaTonMMdounaHble onyxonu

BTopuuHble onyxonu

Mopcgonornueckune Kogbl NpuBeAEHbI B COOTBETCTBUM C MexXayHapOAHON Knaccugukaumet oHKonornyeckux 3abonesanuii (ICD-0):
/0- f06poKayecTBeHHas Oryxosb,

/1 - onyxosib ¢ HeyTOYHEHHbIM, MOrPaHUYHbIM UM HEONpPEAEeIeHHbIM 3/T0Ka4e€CTBEHHbIM OTEHLMNAIOM,

/2 - carcinoma in situ nnu MHTpasnuTennanbHasi Heornaasusl BbICOKOM CTerneHu 3/10Ka4ecTBeHHoCTu (grade 3),

/3 — 3/10Ka4eCTBEHHasi oryxosb.

1.5.2. CragupoBaHue

CragupoBanne AKP mpoBoasT o knaccudurauyy TNM AMepuKaHCKOTO 06beJMHEHHOTO KOMUTeTa 1o paky (AJCC)/
Coro3a MmexnpyHapogHoro KoHTposisi Hapj pakom (UICC) 8-ro mepecmorpa (2017 r1.) M mo Kiaccudukanmm
EBporeiickoii paboyeit TPyIIIIbI IO M3yueHNIo omyxoseit HaamoueuHKoB (ENSAT, European Network for the Study of
Adrenal Tumors) [7;8].


https://mkb-10.com/index.php?pid=1399
https://mkb-10.com/index.php?pid=1401
https://mkb-10.com/index.php?pid=1401

Knunnyeckoe craguposanue AKP ocyuecTBisieTcss Ha IIpefollepalIOHHOM STalle Ha OCHOBAaHMM De3y/bTaTOB
BU3YAIM3UPYIOLIMX OUAarHOCTMUECKMX MeTomoB. [lociie IpoBefeHMsT XMPYPruyeckoro jgedyeHus Ajis Haajlexallero
craagupoBaHus AKP Heo6X0AMO TUCTOIOTMYeCcKoe oaTBepskaerue (pTNM).

ITepBuunas omyxons (T/pT). Kputepuii T orpakaeT paclipoCTpaHEHHOCTb IEPBUYHONM OMYXOJIM U COTEPKUT
ciaenymouye rpajganun:

Tx: IlepBUYHAs OITyXOJb HE MOXKET OBITh OI[€HEeHA

TO: HET JAaHHBIX O HAJTMYUY TIEPBUYHOI OITyXOIN

T1: pasmep onyxomu < 5 cm;

T2: pa3mep oOIyxonu > 5 cm;

T3: omyXoJb JIIOO0r0 pa3mepa C JIOKAJIbHOI MHBa3yelt, 6e3 BOBJIEUEeHMST OKPYKAIOLIMX OPTaHOB™;

T4: omyxonb 110060T0 pasMepa C MHBa3MUil OMYXOIM B OKPYKAIOIIMe OpraHbl M/WIM TPOMOO03 HUKHEN TON0i BeHbI
(HIIB) n/mau TpoM6O3 ITOUYEUHO BEHBI.

* OKpYHAOWUMU 0P2AHAMU A6AAMCA: NoUKa, duadpazma, KpynHete cocyobl, NOOHENYOOUHAS Hcese3d, NeUeHb.

Pernounapusie mumbaTmueckue y3abl (N/pN). Kpurepuit N yka3piBaeT Ha HaIMUMe WIX OTCYTCTBME METACTA30B B
perMoHapHBIX TMMPATUIECKIX Y3/Iax

Nx: pervoHapHble 1MMQOY3/Ibl He MOTYT OBITh OIlEHEHBI;
NO: oTCyTCTBME METACTATUUECKOTO IMOpakeHMs TMM}OyY3/I0B;
N1: meTacTtaTuueckoe nopaxeHue 1MMmdpoysnoB

PezuoHapHbimu cuumaromest aum@oysisl 60pom Nouku, napaaopmanvHele U hapakasaivHole. CMopoHd NOpaxceHust
HAONOYeuHUKa He yuumol8aemcs.

OtpanenHble metactassl (M). Kpurepmit M xapakTepMsyeT HaJIMuMe WIM OTCYTCTBUE OTHAIEHHBIX
MeTacTa30B:

MO: oTpameHHbIX METAaCTa30B OTCYTCTBYIOT
M1: oTpnaneHHble MeTacTa3bl IPUCYTCTBYIOT

IpynmupoBka kputepueB TNM st ompemenenust cramuu AKP mo UICC u ENSAT mpencrasieHa B Tabnmuie 3.
Kpurepunu ycranosnenus cragum AKP naenTmuHsl Kak a1 UICC, Tak u g ENSAT.

Ta6mmua 3. CragupoBanue AKP mo TNM AJCC/UICC 8-ro nmepecmoTtpa 1 ENSAT

Crapma  no AJCC/UICC 8-ro Kputepum cTapupoBaHus TNM no
nepecmotpa n ENSAT AJCC/UICC 8
ENSAT

Cragusa 1 T1 NO MO Kak B UICC TNM 8
Cragusa 2 T2 NO MO Kak B UICC TNM 8
Cragusa 3 T1/T2 N1 MO Onyxonb ¢

e MeTacTasamu B MMMdOoy3nbl

e pacnpocTpaHeHneM UHGUNbTPaLMUKM 3a NpeAenbl HaAnoveyHKa

T3/T4 NO/N1 MO

e onyxonesblM TPoM6030M HIMB unM noyeyHoi BeHbl

Cragus 4 T1-4 N1-4 M1 Jllobas onyxonb C OTAANEHHBIMU MeTacTasamu

1.6 Kiimanuyeckast KapTuHa 3a60/IeBaHMS WIM COCTOSTHUS (TPYIIIIbI 3a00/1eBaHMii I
COCTOSTHMIA)

AKP MOXeT 6bITh TOPMOHAIbHO-aKTUBHBIM, SIBJISISICh, Yallle BCEro, MPUUMHOM CYyOKIMHUUECKOTO UM MaHMU(ecTHOro
cunapoma Hnenko-Kymmura (CUK), u/mnu BUPUIBHOTO CUMHAPOMA, WIM MOXKET ObITh CIyYaiiHO BBISIBJIEHHO
TOPMOHaJIbHO-HEaKTUBHO OITyXO0JIbI0 HAAIIOUeUHMKa

Knuanueckue IIPOABJIEHUS AKP B Pa3HBbIX BO3PACTHLIX I'PYIIIIaX HECKOJIIbKO OT/IMYAKOTCA.

VYV B3pOCIBIX TALMEHTOB KIMHMYecKMe mMposiBieHuss AKP BK/IIOYAIOT CUMIITOMbI M30bITOYHON TOPMOHAILHOM
cexperuu (50-60%) u HecnerudUyecKMe CUMIITOMBI, CBSI3aHHBIE ¢ pocToM omyxonu (30-35%) [2;9;10]. B octanbHBIX
aryvasx (10-15%) 3aboneBaHue O6HApPYKMBAeTCS CTYYaitHO MPY MPOBEIEHUY BUIYATU3UPYIOIINUX MCCAeTOBaAHMIA:



MYJIbTUCIIMPATBbHOV KOMITbIOTepHO Tomorpaduu (MCKT) u/maum mMarHMTHO-pe3oHaHCHO# Tomorpadbumn (MPT) u/
WM YIbTPa3ByKoBoro ucciaenoBanus (Y3M) kak mHumunentanoma (Ta6n.4 ) [8-13].

Ta6nuia 4. Knuanueckue nposipienusi AKP y B3pocibIX TanueHToB [8]

MposiBneHna AKP PacnpocTpaHeHHoCTb

ABTOHOMHasl ropMOHasibHas r’MNeprnpoayKums 50-60%

- 0,
e [vnepkopTMUM3M (cMHAPOM UueHKko-KywunHra) 50-80%

20-30%
e [MNepnpoayKuuns aHAPOreHOB (BUPUAN3aLMS Y XKEHLLNH)

5%
e MNepnpoayKuMs 3CTPOreHoB

o 2-3%
e [lepBUYHbIN rMNepanbaoCTePOHU3M

Hecneuunduueckune nposenerns 30-35%

UHunaeHTanoma 10-15%

Hawnbomnee pacrpocTpaHeHHBIM ITPOSIBIEHMEM TOPMOHATBHON TUIEPIPOLYKIVYU SIBISETCS TUIEPKOPTUIU3M, KaK
u3onupoBaHHbIil (30-50%), Tak M B coueTaHMM C cuUMITOMamMu Bupmmsauuu (20-30%). Takum o6pasom,
runepropTuimam gocruraet 50-80% cpenyt Bcex ciriyyaeB ropMOHaIbHO-akTUBHOTO AKP.

W3onmmpoBaHHasl TIUIIEPOPOLYKLMS aHAPOTEHOB SBJSETCS BTOPBIM II0 PACIpOCTPAHEHHOCTM IPOSBIEHVEM
ropmoHanbHOM akTuBHOCTM AKP (mo 20% mnauyeHTOB). I'MnepaHIporeHemusi y >KEHIIMH MOXET HPUBOOUTH K
Pa3sBUTMIO TUPCYTM3Ma, BUPWIM3AUMM M HAPYLUIEHUIO MEHCTPYaIbHOTO LMKIA. Y MYKUMH U3GBITOK aHIPOTE€HOB
YacTO OCTaeTCsl He3aMeUeHHbIM BBUIY CKYLHOCTU CMMIITOMOB. I'mneprnponykuns sctporeHoB npu AKP BcTpeuaeTcs
penko (MeHee 2%), BbI3BIBAET Y MYKUMH Pa3BUTME TMHEKOMACTUM U aTpoPuu siMuek, Y KeHIIMH B IIOCTMEHOIay3e
MIPOSIB/ISIETCS  MeTpopparusiMu. M30bITOYHAST CeKpelysl IIOJIOBBIX TOPMOHOB TIpM OOHAPYKEHUM OITyXOJIU
HA/ITIOYeYHMKa 0COOEHHO MoAo03puTeNbHa B oTHoIeHun AKP.

Hanbonee penkmit BapuaHT 3HAOKpMHomatuu Tipu AKP CBA3aH €  TIPOSIBIEHMUSIMU  IE€PBUYHOTO
TUIEPATbIOCTEPOHN3MA, KOTOPBIN MaHM(beCTUPYeT BHIPAKEHHO! apTepuaabHOIi TUTIEPTEH3MEe! U TUIIOKaTMeMIein.
INoBbilleHHAsT NPOAYKLMS albJOCTEPOHA OTMEYAaeTCsl HeCKOJIbKO 4Yallle B paMKax CMeIIaHHOW TOpMOHAIbHOM
MIPOLYKLMM.

B 6ompmmHcTBe crydaeB AKP MeeT OTHOCUTENIBHO OOMbIIMeE pa3sMepsl, B cpefHeM — 6osee 10 ¢M; OMyX0ab MOXET
yBemuuBaThcs 1o 25 cMm u 6onee. Hecrienmdwmyeckne cumnromsl AKP, takme kak auckomdopt mim 60mm, 6016 B
MOSICHUYHOM ¥ aGIOMMHAIbHOM 00671acTsX, OIIyIIeHNe MeperoNHeHNUs KelyoKa, 00yCJIOBIeHbl POCTOM OITyXOIu B
pasmepax ¥ KOMIIpeccyet puiiexxanyx oprados [14].

CUMIITOMBI, TPAAMIMOHHO acCOLUMMPYEMbIE C OHKOJIOIMUYECKMM 3ab60jeBaHMeM (IIOXYOEeHMe, ITOBBbIIIEHHOEe
MTOTOOT/E/IEHE B HOUHOE BpeMsI, BbIpaskeHHast CIaboCTh, MMX0PaiKa), Kak IpaBuiIo, He XxapakTepHbl 1jst AKP [8].

V nereit ropMoHanbHas akTMBHOCTE AKP BbISBISIeTCS yalle, yeM y B3pOCIBIX, M cocTaBisieT 87-95% ciyuaeB
3a60eBaHMs. BOMBIIMHCTBO OMyX0/eit M30MPOBAaHHO CeKpeTUPYeT KOPTU30J (65%) My aHAPOTeHbl B KOMOMHAIUN
¢ koprusonom (30%). [Ipyrue BapMaHTbl TOPMOHAJIBbHOJM aKTMBHOCTM B [JETCKOM BO3pacTe MOXHO CUMTATh
Ka3yUCTUYeCKUMU.



2. InarHoCcTuKa

Kpurtepuu ycranosiaenust guariosa AKP BKII04YaIOT

1. 5kay06bI MAlLIMEHTAa;

2. MaHHbIe UHAMBUAYATbHOTO U CEMEITHOTO aHaMHe3a;
3. pe3ynbTaThl GU3UKATHHOTO 00C/IeNOBAHNS;
4. pe3yabTaThl 1a60PATOPHBIX, MHCTPYMEHTATbHbBIX Y MHBIX TMAarHOCTUUECKMX UCCIeOBAHMIA.

HOuvarnoctuka HemeTactaTuueckoro AKP ocyiecTsiisieTcsl B cjiydae BBISIBJIEHUSI OIyXOnU HagmnoudeuHuka. C aToi
TOUKM 3peHuss auarHocTuka AKP paccmaTpuBaeTcs B paMKax Aud@epeHIIMaNbHOTO OMar€osa C AIpPYyTUMU
OTYXOJISIMM HAJATIOU€YHMKOB, Haubosee YaCTO BbISIBASEMbIMM CIy4aitHO (MHIMOeHTasoMamu). TepMuH
«MHIMAEHTAIOMA HAIOYeUHNKa» SIBJISIETCS COOMpPaTEeNbHBIM, BKIIOUAIOIIMM Pa3sHOOOpPa3HyIo Mo mMopdonorumu
TPYIITy omyxoseit 6omee 1 ¢M B IuameTpe, CIYYaiHO BBISBJIEHHBIX MPU PAIMOIOTMYECKOM obcremoBanum [15].
BrisiBlIeHHOe 06pa30oBaHye MOKET

o 0OKa3aTbCs KaK TOPMOHA/IbHO-HEAKTUBHBIM, TaK 1 aKTMBHO ITPOM3BOAMUTD pa3/IMdyHbIe TOPMOHDLI;
. MCXOONUTDb M3 PAa3/IMYHbIX 30H HAAIIOUYEUYHMKA NI UMETb HeCHeLU/[(l)I/[‘—IHYIO OPraHHYIO IIDMHAOJIEXKHOCTD;
° 6BITh 3/I0KAUYE€CTBEHHBIM MU rI'_'[06pOKa‘-IECTBEHHbIM.

,HI/[B.I‘HOCTI/IK& MECTHOPACIIPOCTPHEHHOIO MJIM METACTAaTMYECKOIrO0 paKa KaK IMPaBUJIO HE BbI3bIBAET
pr,[[HOCTeVI, MHOTOAa IIPOBOOUTCH uMd)d)epeHumaanaﬂ AUArHOCTMKa C  OIIYyXO/IIMM  II€4YeHM, II0YKU,
Ba6pI'OH.II/IHHbIMI/I HEOpPraHHbIMMU OITYyXOJISIMU.

[Tpu AKP He6onmpImMX pa3MepoB ¢ MaCCMBHBIM OTHAJIEHHBIM METACTATUYECKUM IMOPaskeHNeM MOKET BOSHUKHYTh
Heo6xonMMocTh IyddepeHIManbHOM AMarHOCTUKM C APYTOil 3710KaYecTBEHHOJ OIYXOJNbI0 C MeTacTa3oM B
HaJII0YeUYHMK (HallpyMep, paKa JIerKoro).

2.1 JXano6sI 1 aHaMHe3

Xano6bl ManMeHTOB € TOPMOHAJIbHO-aKTUBHBIM AKP oOmpenensioTcss XapaKTepoM CeKPeTOPHOTO CIIeKTpa
OTIYXOJN:

TUIIEPKOPTUIIU3M: 00IIast ¢1aboCTh, TOJOBHBIE GOMM, TUCIUIACTUYHOE OXMPEHMEe, apTepuaabHasl TUIIePTeH3Vs,
MbIIIIeYHast C1ab0oCTh, MATPOHMU3M, «KIMMAaKTEPUUECKUIT TOPOUK», IPKME HIMPOKUEe CTPUM (TlepemdHsss GproiiHast
CTeHKa, Gempa, MOAMbINIEYHbIe OOJACTM ¥ T.O.), HApPYIIEHUS MEHCTPYaJbHOTO IMKJA, CHVJKEHME II0JIOBOTO
BJIeUEHMsI, CAaXapHbIii AuabeT, u Ap.;

rUIlepaHpoOreHeMys: Y JKeHUIMH TUPCYTU3M, HapylleHMs] MEHCTPYaJbHOrO0 LMKIA, yBeIMYeHue KINTODa;
IIOBBIIIIEHNME )KUPHOCTU M HEUMCTOTA KOXKI §

TUIIEeP3CTPOTreHe MM : UMIIOTEHIIVSI, TMHEKOMACTHS Y MY>KUMH, MeTPOPParui y >KeHIIMH B IIOCTMEHOIIay3e;
TUIEepaIbAOCTEPOHU3M: apTepuabHasl TUIIEPTEeH3Us, He KOppurupyemasi MHOTOKOMIIOHEHTHOI Tepanuen,
MbIILIeUHAsT C/1a60CTh.

TopMoOHa/IbHO-HeakTVBHbIe AKP MOTYT MpOSIBISATHCS HecmenuduueckuMy kamobaMu Ha OuckoMdopt/6oasivn B
SKMBOTE WM CIIMHE, OIIyIIeHMe TeperoJHeHNs] B JKMBOTe, HaIMuue O6BEMHOTO 0Opa30BaHMS B OGPIOIIHO
TIOJIOCTH, OIIPEIEJIIEMOTO CAMOCTOSITEIBHO TTPY OLIYITBIBAHUY KUBOTA.

B 10-15% Bcex cinyuaeB maiyeHTbl ¢ AKP He IpeqbsBisioT kanob, B 9ToM ciaydyae AKP IepBUYHO BBISIBJISIETCST KaK
MHLYIeHTaJI0Ma.

2.2 dusuKajabHOe o0cIexoBaHue

IMposiBnenust AKP, BbIgBIsieMble TIpM  (QU3UKAJIBHOM OOC/TI€OBAHUM  OIPENENSIIOTCS  CUMIITOMATUKOI
TOPMOHAJIbHOJ TUIIepIpOayKun (CM. paszensl 1.6 u 2.1). Omyxomab 60IbIINX pa3MepOB MOXKET ObITh OOHApyKeHa
MajabNnaTOpHO. BO3MOXKHO [OMAarHOCTMPOBaHME JUXOPAAKM BCIEACTBME COIMYTCTBYIOLIETO HEKPO3a B OMYXOJIN.
Knunanuyeckue nposiBiieHnst MOTyT MMeTb MeTacTta3bl AKP B redyeHb, Jierkue, KOCTHU.

2.3 JIaﬁopaToprle ANArHOCTUYECKME UCCICdJ0BaAHNUSA



e 2.3.1. PekoMeHAyeTCSI BCeEM MalyieHTaM IPU BbISIBJIEHMM OIyXOJMM HAAIOYeYHMKa pa3zmepom Gonee 1 cMm B
IepByI0 ouepelgb J1abOpaTOpHblE WCCIENOBAaHMUS IJISI VCK/IIOUEHUMS WIM TIOATBEPKIEHMS TOPMOHAaIbHOIM
aKTMBHOCTM 00pa30BaHMUS, KOTOPAsl MOXKeT IIPOSIBIATBCS TIuiepkatexonamuHemueir, AKTT-He3aBUCHMBIM
TUIIEPKOPTULIMI3MOM, IEPBUYHBIM IMITepaIbIOCTepOHN3MOM [13, 17].

YpoBeHb yﬁeJIMTe.leHOCTM ]I)EKOMEH,Z[aH,Mﬁ -G, YPOBE€HDb JOCTOBEPHOCTU AOKA3aTE/IbCTB — 5

KommeHnTapuit. I1o daHHbiM C800HOU aymoncutliHoli cmamucmuku, pacnpocmpaHeHHOCMb CIYUAliHO 8bls6JIeHHbIX
onyxoneti HadnoueuHuxka cocmasasem 8 cpedHem — 6%. Ilo danHsim MCKT, “cnyuaiineie” 06pa3osanus HaONo4euHuKa
8bIAB/IAI0MCA NPUOAU3UMENBHO Y 4% 00c1edo8anHblx hayueHmos [16]. B eo3pacme 0o 30 nem uHyudeHmanoma
ecmpeuaemcs npubnausumensio y 0,2% o06cnedosamHsix, HO 8 epynne nayueHmos cmapwe 70 nem uacmoma
eo3pacmaem 00 7%.

Ipedcmasneruss o uacmome ewvisieneHuss AKP npu uHyudeHmanomax nepecmMompeHda 6 c853U C pacllupeHuem
KJIUHUUecKoli 6a3sl uccedo8aHuii u mpeb6osaHusmu K xapakmepy u dusaiiny snudemuonozuueckux ucciedoganuii. Tax,
no danusim W.F. Young u coasm. [17], uacmoma AKP oyenusanacs uyme 6onee 4%. Ilo30Hee, MeIKAUHUUECKUTI aHATU3
[13] 6onbwozo uucna nayueHmos npodemMoHcmpuposan pacnpocmpaveHHocms AKP cpedu uHyudeHmasnom He 6osnee
1,9%.

e 2.3.2. HccnemoBaHye TOPMOHAQIBHOM aKTMBHOCTM OIYXOIM HAJIIOYEYHMKA CTPOrO perIaMeHTMPOBAaHO U
peKOMEeHAYeTCS YYUTBIBATh €r0 Pe3ylbTaThl AJIs1 KaXOOro HauyeHTa NPy IVIaHMPOBAaHUM IpPeNorepalyOHHOM
MOATOTOBKY, 06beMa onepalny, nocieaywlero Habmonenus [13, 24].

VpoBeHb yOeAUTETBHOCTH peKoMeHganmii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTeNIbCTB — 5

KommenTapuit. Omcymcmeue Jni06blx KAUHUYECKUX NPOS6NeHUll U MAHUpecmHslX NPU3HAK08 20PMOHANbHOU
AKMUBHOCMU ABJIAEMCS, K COXCANEHUIO, HeAOCMAMOUHO U368eCMHOLL, HO A0B80bHO PACIPOCMPAHEHHOL “JI08YUKOLT”.

B c8s3u ¢ ygenuuugarnueticss pacnpocmpaHeHHoCmsio U d0CmynHocmoto Memodos monuueckoii QuazHOCMuUKU, HauuHas
¢ 08yx nocnedHux dexkad npouisiozo eexa, ommeudaemcs ygeauueHue Yucaa UHYUdeHmanom HadnoueuHuka. 3mo, 8 c60io
ouepedn, NpUBeO K yseauteHuto yoeapHo20 8eca KAUHUUeCKU «Hemblx» eoxpomoyumom/napazareauom (OXL/III) ¢ 10
00 40-45%. Tlpu cnyuailiHo 6vis6leHHbIX onyxoasx uacmoma ecmpeuaemocmu OXI/IIT oyeHusaemcs 6 5-6%, npu
2MOM KAuHuuecku “Hemvie” Gopmol cocmasagiom nodasusiouiee GONUUHCMEO. JoCMAmouHo uacmo 6viaeasemcs
(peHoMeH CYyOKNUHUUECK020 eunepkopmuyusma — 8—129% HabnodeHuti cpedu uHyudenmanom [18, 19).

HHoz20a ecmpeuaemcs o6pamuas cumyayusi: Apkas KAUHU4ecKds KapmuHa 2unepnpodykyuu onpedeneHH020 20pMOHA
Hayenusaem epaud Ha “oueudHbill” OuAzHO3, KA3ANOCh Obl, He MpebYowuil MuamensHoli 20PMOHANBHOLL
duazHocmuku. 3auacmyro, MOphOn0ZUUECKU ONYX0b UMeem UMY Npupody, OmauuHyl om “ouegudHoz0” duazHo3a.
Tax, 6 numepamype HeoOHokpamHo onucansl PXI/TIT, nposeasioujuecs He MOALKO 2unepkamexoiamuHemuetl, Ho u
IKMONUpPO8AaHHOL Npodykyueli KOpMUKOMPONUHA, NPOABJSIOUe20Cs «O0NBUUUMU» NPUSHAKAMU 2unepkopmuyusma [20-
22].

OnucaHsl npomexarnowjue ¢ KaaccuueckKumu ezunepmeHn3usHoimu kpusamu «@OXL/II», Komopsle 0KA3b186a0MCS
20PMOHANBHO-HEAKMUBHBIMU AOEHOMAMU KOPbl HAONOYEUHUKA, U, umo 20pa3do xyxce — AKP [23].

e 2.3.3.1 PekomeHayeTcs BCeM IAallMeHTaM C BBISBJIEHHOI OMyXOJIbI0 HAAIIOYEYHMKA MPOBOAUTHL MCC/IeSOBaHUE
YPOBHSI 061I[eT0 KOPTH30j1a B KpOBMPAHHME YTPEeHHME Yachl Ha (poHe MOoAaB/IsIoNniero Tecta ¢ 1 Mr mekcameTasoHa
C 1eNbI0 BepuduKauumu runepkoptuiiusma [19, 24, 27]. HegoolieHKa HaTUuUMsI TUIIEPKOPTUIIM3MA (MaHUGBECTHOTO
WU CYOKJIMHUYECKOTO) CBSI3aHA C BBICOKMM DPUCKOM DPA3BUTHUSI OCTPOI HAIOYEUHMKOBOM HEZOCTATOUHOCTU B
MOCIeonepaluOHHOM MepUOIe.

YpoBeHb yﬁeJJ,I/ITe.TII:HOCTI/I peKOMEHJIaIJ,Mﬁ -G, YPOBE€HDb JOCTOBEPHOCTU AOKA3aTE/IbCTB — 5

e 2.3.3.2. IIpu orcyTcTBUM (GU3MOIOTMUECKOTO TIOFABIEHNSI YPOBHS KOPTM30J1a B KayeCcTBe IOATBEPKIAIOIIETO
TecTa peKOMEeHAYeTCs VCI0Ab30BaTh MCCAeq0BaHe YPOBHS aApPEeHOKOPTUKOTPONIHOrO TopMoOHa B KpoBu (AKTT)
B yTpeHHMe vackl [13, 17, 24].

VpoBeHb yOeAUTETBHOCTU peKoMeHganmii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5

KommenTapuii. [layuenmst ¢ uHyudeHmanomoti HadnoueuHuxa pedko umMernm passepHymy KAUHU4YecKyl KapmuHy
2unepkopmuyu3mMa, 0OHAKO OUOXUMUHYECKUE NPU3HAKU 2unepkopmuyusma ommeuawomcst npumepHo y 8 — 12 %
nayuenmos [24].

Y 300posbix uy HazHaueHue cynpaguauosiozudeckoli 003sl 20KOKOpmukoudos nposensemcs nodasneHuem AKTI u
cuHmesa xopmusona. Ilpu HA3HaueHuu HU3KUX 003 CUHMEMUYECK020 21HKOKopmukouda dekcamemasoHa npu
CUHOpoMe 3HO02eHH020 2unepkopmuyusma 06020 2eHe3a 3mozo nodasnexus He npoucxodum [25]. HouHoli mecm



docmamoyHo npocm U BbINOJIHUM 8 ambynamopHsix ycnosusx: 1 mez dekcamemaszoHa npuHumaemcs mexcdy 23 u 24
yacamu, KOpmu3oJ usmepsiemcs 8 Kposu, 83amoti ciedyoujum ympom mexcdy 8 u 9 uacamu. Bonee gvicoxue do3sst (1,5
unu 2 me) He yayuwanom mouHocms mecma [26].

B kauecmee duazHocmuueckozo Kpumepus C 8blCOKOL ompuyamesnpHoli npozHo3upyloweti YyeHHOCMbl0 8 OMHOWEHUU
CYOKNUHUUECKO20 2UNepKOpMUYU3MA NPedNoHEeHO cumams nodasjieHue ympeHHezo Kopmu3ond meHee 50 HMONb/n
(uyscmeumenvHocms 6onee 95%) [24-26].

Ilpu uHyudeHmanomax HAONOUEUHUKO8 onpedejeHue CymMOYHO20 KOpmMu3onda mouu ob6nadaem MeHbulell
Yy8CmaeumebHOCMbi0 8 CPABHEHUU C 0eKCamema3zoH08bIM MecmoM U HOUHbIM CblBOPOMOUHbIM Kopmu3sonom [27, 28].
Oduako cneyuguuHocms nodasssiowjezo mecma npu ypoeHe cut-off menee 50 Hmonv/n1 He npesviwiaem 80%. Ilnsa
YMEHbUIEHUS. YUCIA JIOXHONONIONUMENbHBIX Pe3y/ibmamos 6 Kauecmee eepuuuyupywowezo mecma ucnons3yemcs
onpedeneHue 8 ympeHHue uacel ypoeHs AKTI. Ilodasnenmwiii yposeno AKTI noomeepycdaem OuazHo3 CuHopoma
Hyenko-KywuHea y nayueHmos ¢ onyxonsmu HaonoueuHukoe [28]. Hsmepenue AKTI He sensemcsi mMemooom
nepeuuHoli OUazHOCMUKU, OOHAKO MOMEem CIy¥Ums noOmeepxoarowum NpusHaKom CyOKIUHUUECKUX NpOsieeHull
2unepkopmuyusma 8 amoii zpynne nayueHmos.

Bo3HukHogeHue nocneonepayuoHHoli ocmpoli HadnoueuHUKosol HedocmamouHocmu s16/1emcst OCHOBHOU NPUUUHOL,
u3-3a komopoii duazHocmuka cyOKAUHUUECK020 2UNepKopmuyu3mMa seasemcst cmpozo obssamensHol. Knunuueckue
nposeneHus Aeasomcs Hecheyuguueckumu 0 NOCIEONEPAYUOHHO20 Nepuodad U 4acmo MUMUKpupyiom nod opysue
OCNOMHeHUsl (KpoeomeueHue, UHMOKCUKayus, ocmpulli uHgapkm muokapda u m.0.): omcymcmeue annemumad,
cnabocms, MOWHOMA, yMEPEHHAst 2UNOMOHUSL, 630ymue XUBomad, éeuepHue zekmuueckue nodsemsl memnepamypel.
HecgoedpeMeHHO pacno3HaHHole U He KynupoeaHHsle, Imu KAUHUYecKue nposieneHust Mozym npusecmu K pamansHomy
ucxooy [29].

Onyxons Kopsl HAONOYEHHUKA, (A8MOHOMHO Npooyyupyroujas Kopmu3osa, sesemcsi NpuduHol ampoguu Kopbl
KOHmMpaamepanpHo2o Haonoueunuxa. Ecnu npu mavugpecmuom cunopome HyeHko—KywuHea MOXCHO OYeHUMb
NpodOIHUMENLHOCMY 2UNepKOPMUYUIMA N0 0A8HOCMU KJIUHUUECKUX NPOsieJieHull, mo npu cyOKJIUHUuecKux gopmax
€20 OnumenvHOCMy HeussecmHa. Ilpu OnumensHOM meueHuu 2unepkoOpMuUYUIMAa 803MOMCHA HeoOpamumas ampogus
Kopbl, mpebyrowas dnumesnvHoll, ecu He NOXU3HEHHOU, 3amecmumensHoii mepanuu [30].

2.3.4 PekoMeHAyeTcA BCeM TallMeHTaM C BBISIBJIEHHOI OITyXO/Jbl0 HaJAIOUYeYHMKA MPOBOAUTHL MUCCAef0BaHUe
ypoBHeit MeTaHepMHA U HOpMeTaHeppPUHA B KPOBY WM B CYyTOUHOM IMOPIIMY MOYM C IieTbio Bepudukanyy OXII/
IT" [13, 31, 32, 33]. HemooueHKa HaJuumsl KaTexoJaMMUH-CEKPETUPYIOLel OIyXOny CBSI3aHa C BBICOKMM DUCKOM
TepuoIepalioHHOTO Pa3BUTUS BBICOKOAMIUIUTYOHbBIX TUIIEPTEH3MBHBIX KPU30B, OTeKa JIerkKux, (aTanbHbIX
apuTMMii, cMHApPOMa “HeyIpaB/IseMOii rTeMOIMHAMMUKI” ¥ BHEe3AIHO cepoedHoii CMepTi.
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Kommenmapuii. [axe eciu kauxuueckoe meuenue OXI/IIT 6Gbiio  “GeccumMnmoMHbiM”,  8bICOKULL  YPOBEHD
UUPKYJIUPYIOWUX KAMEXONAMUHO8 80 8peMs onepayuu npusooum K eunepmeH3ueHsM Kpu3am, apummusim, CUHOpoMY
“neynpaensemoii  2zemoduramuxku” [30]. IIod nociedHum noHsmuem nodpasymesdemcs peskoe yudiyeHue
2UNepmMeH3UBHbIX BbICOKOAMNIUMYOHBIX KPU308 C Ycyzyonsioujelics HekypabenvHOll eunomoHueti 8 MeXtnpucmynHom
nepuode.

K cepvesHbim ieuebHbIM OwU6Kam npusodum HedooyeHKa 2unoeosiemMuueckozo cuHopoma y nayuenmos ¢ @XII/IT. Ipu
CHUMeHUU 00BeMa YupKyaupyoueli HuoKoCmu U 8slpaxceHHoll 8a30KOHCMpUKYuu, onpedensemoe Ha nepugepuu Al
6ydem 3HAUUMeNbHO HUMce, UeM Npu Hopmogoaemuu. Omcymcmaue 8b1COK020 apmepudnsHozo dasaeHus Ha nepudepuu
conpogoxodaemcs 2unepmeH3ueli 8 UeHMpanwvHoix cocyoax [31].

C Opyeoii cmopoHbl, OnumensHoe 6ecCUMNMOMHOe meueHue Moxem Obimb 00BACHEHO BHYMPUONYXONEBbIM
MeMuauUposaHuem axkmueHwlX @pakyuli KamexoiamMuHo8 OnyxoneeviM GepmeHmom KamexoaamuH-0O-memun-
mpaucpepasoli (KOMT). OOHako, uHmMpaonepayuoHHo, npu MeXaHuuyeckom OdeJieHuu Ha Oonyxois (npu
nHeeMonepumoHeyme, MAHUNYJIAYUSAX) UIU NPU (Hapmaxkonozuueckoili nposoxayuu uHmMpaonepayuoHHslli 8s16poc
akmueHslx ppaxyuii moxem o6ycnasausams debromuyio cumnmomamuxy OXL/IIT. B cea3u ¢ 3mum 8cem nayueHmam
¢ Ouoxumuuecku noomeepycdenHotli DXLI/TII' Heob6xo0umo hposodums npedonepayuoHHyl hnodz0moeKy, Uueasio
KOmopoli s16/1siemcs HugeauposaHue 6030eiicmeus YupKyaupyowux KamexonamuHos Ha adpeHopeyenmopul [32-34].

2.3.5 PekomMeHayeTcsA BCEM MallieHTaM C OITyXOJIbI0 Ha[AIOYeUHNKA TPY HAJTIMUMU apTepualbHO IUIepTeH3un
MIPOBOJOUTD OIpefeNeHNe COOTHOUIEHNSI MeXIy YPOBHEM ajJbJOCTEPOHA M aKTUMBHOCTbIO PEHMHA I1JIa3Mbl KPOBU
JLJIS1 UCKJTIOUEHMS TIEPBUYHOIO TUIlepaabgoCcTepOHM3Ma [36, 37].

VpoBeHb yoeauTeabHOCTH peKomerganyii — C, ypoBeHb JOCTOBEPHOCTU JOKA3aTeIbCTB — 5

KommeHTapuit. M301uposanHHas asmoHomHas zunepnpodykyus anvoocmepoHa npu AKP ecmpeuaemcs KpatiHe
pedxo. AnvdocmepoH-npodyyupyroujue onyxoau Mopdonozuuecku 6vlen1a0m Kak C8emJoKaemoutsle adeHoMbl
Hebonvwux pasmepos [16]. Tecmom nepsuuHoli OuAzHOCMUKU 5875emcsi OUeHKAd anb00CmepoH-peHUH08020



coomHoweHue (APC). Ilpu nodo3peHuu Ha nepeuuHslli zunepanvdocmeporusm (IIIA) no pesynosmamam APC,
HeoOxo0umo nposedeHue 00HO20 U3 nodmeepicdarnujux memodos. Anzopumm o6caedosarus npu IIIA nodpo6HO
U3J10X(eH 8 KJIUHUYEeCKUX peKoMeHOayusx no ouazHocmuke u eueHuro 0aHHoli Ho3osozuu [35, 36].

¢ 2.3.6 PekomeHAyeTcsA BCeM TIAl[ME€HTaM C OITYXOJbI0 HAATIOYEUHMKA TpPU KIMHUYECKOM IIOO3PEHMM Ha
U30IMPOBAHHYIO WIM COYETAHHYIO C TUIEPKOPTUIM3MOM OIMYXOJIEBYI0 I'MITIEPIPOLYKLMIO MOJOBBIX TOPMOHOB
MPOBOAUTh  KOMIUIEKCHOE  OTpefefieHre  KOHIEHTPalMM  CTEePOMIHBIX  TOPMOHOB B KPOBU:
JeTUIPOSMMAHAPOCTEPOHA Cynbdara, 17-TMAPOKCUITPOTeCTEPOHA, aHAPOCTEHIMOHA, OOIIEro TeCTOCTepoHa (Y
SKeHIIMH), 06IIero scTpaanosna (Y My>KUMH U KeHIIMH B MeHorayse), 11- qe30KCMKOpPTUKOCTepOHa [8;]

VpoBeHb yoeauTeIbHOCTH peKoMeHzanuii — C, ypOBeHb JOCTOBEPHOCTHU JOKA3aTelIbCTB — 5

KommenTtapmit. CmepoudHsili npoduie nayueHma ¢ ONyXonvl0 HAONOUEUHUKA MOXem yKa3wleams HA
3710KauecmeeHHyl0 npupody obpasoeanusi. CouemanHHas aéMOHOMHAS 2unepnpodykyust aHopozeHo8 U Kopmu3ona y
nayuexnos 060ez0 noud, cekpeyust npeduwecmeeHHUK08 cmepoudos uiu 3cmpaduonda y My#UuH 2080psim 6 nons3y
8bICOK08epOsiIMHO20 duazrosa AKP [129].

Hanpomue, ymMepeHHO 6blpaxceHHblll, OnumenwvHolli 2upcymusm Ha oHe eunepaHopozeHeMuu y HeHWUH Oosee
8€pOsIMHO 00YCN08J1eH CUHOPOMOM NOAUKUCIMO3HBIX SUUHUKO8 WU HeKAaccuueckoli popmoti epoxcdenHoil ducgyHkyuu
Kopbl Hadnoueunuxos [130].

2.4 "HCTpyMEHTA/IbHbIE OMAarHOCTUUYEeCKMe UCCIeOBaHUA

e 2.4.1. PekomeHAyeTca BCeM IIAllMeHTaM C OIyXOJIbI0 HaAIIOYeUYHMKa [JI OUMArHOCTMKM 3J10KaueCTBEHHOI'O
TIOTEHIIMAIa OMYXOIV IMPOBECTU OIEHKY KOJMMYECTBEHHBIX AEeHCUTOMETPUUYECKUX IoKasaresneit mpu TpexdasHoii
KT opraHoB OpIOIIHOIM TMOMOCTM C KOHTpacTHbIM ycuineHueM (KY) 1mpu  OTCYTCTBMM  aBCOMIOTHBIX
[IPOTMBOIIOKa3aHuii K nposenenuto KT:

O IIJIOTHOCTb TKAHEBOT'O KOMIIOHEHTA 10 KOHTPACTMPOBaHM (HaTUBHAs);

© IUIOTHOCTh B TKAHEBYIO a3y KOHTPACTUPOBAHMS (apTepuaabHasl M BeHO3Has Gasbl);

o IUIOTHOCTb B OTCpPOYEHHYIO (Yepe3 10 MMH. mocie BBe#eHUs] KOHTpacta) (asy KoHTpacTupoBaHusi (dasa
BBIMBIBaHMUS).

. [5,8,13,75,84].
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KommeHnTapuii. IIpu nonyueHuu e6vicokonaomuslx KT-3naueHuli 8 HamueHyio ¢(asy, 3adepicku KoHmpacma 8
OMCpoYeHHOll (ase — 3/10KAYeCMBEHHbIll NnomeHyuan onyxonu OoJHeH OyeHU8amscs, Kax 8vlcokull. OCHOBHbIM
Kpumepuem npu GopmuposaHuu noxasaxuii K onepayuu 00nzoe epems AGJSJICS pamep HOB000pA308aHUS, UMO
npueoduio, ¢ 0OHOL CMOPOHBL, K OONBUIOMY UYUCTY HEOOOCHOBAHHBIX 8MeWwamenscme npu onyxonsx 6onee 3-4 cm, ¢
Opyzoli cmopoHbl — K HeJOOYeHKe 3J10KauecnmeeHHo20 NnomeHyuaia o6paszoeauuti manozo pasmepa npu
Memacmamuueckux nopaxcerusix u AKP. Tlpu u3yueHuu umanssiHckozo pezucmpa [37, 38] nuww 25% onyxoneti
HadnoueuHukog Gonee 4 cm okazanuce 3j0kauecmeeHHvMU. OOHOBpeMeHHO asmopsl npueenu 0aHHsle, YUMo cpedu
nayuenmos ¢ AKP onyxonu meHee 6 cm cocmasasiu okono 10% Habaiodenuti; ¢ Opyzoli cmopoHsl, cpedu 8cex onyxoJeli
HaonoueuHuka 6osee 6 cm 8 duamempe AKP cocmasun monvko 20% (!). B 60s1ee n030HUX ucciedosanusx, npu 8eedeHuu
JdeHcumoMempuueckux Kpumepueg 370KA4eCmeeHHOCmMU ONnyxoau, yo0aaoce ONMUMU3UPOBAMb NOKA3AHUS K
onepamueHoMy JieueHUl0 He MOoNbKO HA OCHOBAHUU PA3mMepos Onyxonu. B Hacmoswuii MOMeHm O0CHO8HOe BHUMAHUE 8
Juazrocmuke AKP cKOHYeHmpuposaHo Ha KoauuecmeeHHbulx nokazamensix mpexgasHoti KT.

KT-cemuomuxa uHyudeHmaiom HaonoueuHuka oyeHusaemcs 6 pesyipmame onpedeieHust NIOMHOCMU HUPOBLIX U
HEXUPOBbIX CMPYKMYP 8 HEKOHMPACMHYI0 asy (Hupossie CMpyKmMypsl UMem NOHUMEHHYI0 NJIOmHOCMy). Bozambie
JUNUOAMU MKAHU XApakmepHsl 0ns 000POKAUECMBEHHbIX dJeHOM Kopbi HaonoueuHuka. OOHako okono 25%
000pOKauecmeeHHbIX A0eHOM MO2Yym He UMemb HU3KOL «HeKOHmpacmwoli» naomuocmu. Ilpu uccnedosanuu KT-
NJIOMHOCMU HA PA3HblX asax 8vieedeHUst KOHMPAcma nosyueHsl OaHHole, Umo adeHOMbl KOPbl HAONOUeUHUKA 6bIcmpo
CHUMCAIOM nokasamenu niomHocmu (uepes 10 mum. nociie 88edeHus KOHMpacma, m.H. nokasamens “wash-out”, 6onee
uem Ha 50%), 8 mo epems Kax dpyzue 06pa308aHusi HAONOUEUHUKO8 UMeM meHOeHYUu K 3adepicKe KOHMpPacmHozo
sewjecmea. MamepeHue 3mozo noxazameJis umeem ONU3KYIO K AOCOIIOMHBIM 3HAUEHUAM OUAZHOCMUUECKYI0 YeHHOCMb
npu ougpepenyuanvHom ouazHosze adeHom ¢ 00HOU cmopoHsl, om OXL/IIT, AKP u memacmamuueckoti KapyuHombl C
dpyeoti.

Huskaa (menmee 10-15 HU) HamueHas NAOMHOCMb MKaHe8020 KomnoHeHma npu KT unu 6sicmpoe CHUMEHUE
UHMEHCUBHOCMU CUZHANA NOCNe BHYMPUBEHHO020 KOHmMpacmupoeaHusi abconomuo Hexapakmeptol 011 AKP,
Memacmaszos u OXL/IT. Juppeperyuanshoili duaznoz ¢ @XL/IIT ocyujecmensemcsi HA 0CHOBAHUU GUOXUMUUECKO20
uccnedosaHuss HopmemaxeppuHa u memaHeppuHa.



MPT u V3HU o6nadaiom 8blCOKOU Uy8CMBUMENbHOCMbIO 8 Bbl8eHUU  Onyxonell HAONOueuHukos, O00HAKO
cneyuguuHocms  Memodo8  3HAUUMENbHO HUME 8 (C8A3U C OMCymcmeuem UemKux  KOJUUECMBEHHbIX
deHcumomempuueckux noxkasameeti.

JononHumenvHoim cywjecmeeHHolM npeumyujecmeom KT s6ssiemcsi 803MOMCHOCMb OYEeHKU Kpumepusi nJI0mHocmu
onyxonu 8 ¢azy svimsieaus (wash-out).

Memacmamuueckoe nopaxgxcerue O0MMHO 0biMb UCKIIOUEHO/NOOMeepxdeHO 8 nepeylo ouepeds y NAYUEHMO8 C
AHAMHE30M  OHKOJozUu4ueckozo  3abonesauus.  Takxe,  8epOSMHOCMb  MemMAcCmMamuueckozo  NOPAXeHUS
paccmampugdaemcss npu  08YCMOPOHHEM NOPAMEHUU HAONOUEUHUKO8, O0COOEHHO Npu OMCymcmeuu  A6JeHutl
20pMOHANBHOLI akmusHocmu, npu Haauuuu KT-npusnakos, xapakmepHoix 01 memacma3sos. Iayuenmot ¢ No0oGHbIMU
nopaxceHusIMu G0N}CHbI NPOX0OUMb OHKOI02UUeCKoe 06cnedosanue 0Jisl UCKNIOUEHUs pacnpoCmMpPaHeHH020 0NYX0i€e8020
npouyecca (8 nepsyio ouepeds paxa ezkozo, ¥eayokd, KoJ0peKmManbHoz0 paka).

2.4.2. PekoMeHayeTcs Nal/eHTaM C I0A4,03peHNeM Ha OIyX0Jb HAaJIIOYEUHVKA Y HaJaudyeM IPOTMUBOIIOKAa3aHUIA
K BoimonHeHu0 KT ¢ KoHTpacTHbIM ycwieHueMm mipoBectu MPT opraHoB 6promrHoit momoctu (OBII) u
3a0pIOIIMHHOTO MPOCTPAHCTBA B paMKaX MIEPBUYHONM TUarHOCTUKH [5,8].
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KommeHnTapuit. MPT o6nadaem 6blCOKOU Uy8CMeumenbHOCMsio 6 B8blA8NeHUU ONYyXojieli HadnoueuHukos OyeHKU
pachnpocmpaHeHHOCMU Npoyeccd, 8 MoM Uucie nopaxieHus cmexcHolx cmpykmyp. OOHAKo cheyuduuHocmes mMemooos
3HayumensHo Huxe KT 6 c8513u ¢ omcymcmeuem uemkux KonuuecmeeHHbslx 0eHcumomempuueckux noxkasameneti [9].

2.4.3. PeROMeHIyeTCsS ManyeHTaM C OIyXOJbI0 HAATIOYeUuHMKAa HeOGOIbIIOro pasmepa (OO 4 €M) BHIIOTHUTH
MO3UTPOHHYI0O SMUCCUOHHYI0O ToMmorpaduio c 18-dTopre3oKCUITIOK030i, COBMEIEHHYI0 C KOMITbIOTEPHOI
Tomorpadueii ( 8(DI[F—HBT/KT), I BepuduKaluy 310KaueCTBEHHOIO MOTeHIMana. Bricokasi MeTaboamnueckast
akTMBHOCTL (SUV 6Gosee 3) SBISIETCSI KPUTEPMEM, TIIO3BOJSIIOIIMM C BBICOKOV CTEIEHbIO BEpPOSITHOCTU
MIpenrnosaraTh 3J10Ka4YeCTBEHHYIO IIpupopy omyxonu [40-43].

YpoBeHb YGEI[MTEJIBHOCTM DEKOMEHI[aH,Mﬁ - B, YPOBE€HDb JOCTOBEPHOCTM AOKA3aTE/IbCTB — 2

KommeHTapwuii. B ciyuae nodo3perust Ha AKP unu memacmasst npu KT-nnaomusix 06pa3o8aqusix mMaiozo pasmepa
(Hanpumep, 0o 4 cm) nokasaHo npogedeHue lgd)ﬂF-HET/KT, max Kax memod ho380/isem onpedenums
Memadonuueckyr akmueHocms o0paszoearus. Ecnu onpedensembiil 18(1711F-H3T/KT HakonumenwHolli kpumeputi SUV
(Standartised uptake value) 6onee 3, mo eepossmHocme 3710KauecmeeHH020 nopaxceHust npesviuiaem 80% [39-43].

2.4.4. PekoMeHAyeTCA TMallieHTaM C BbICOKOBEPOSITHBIM WM KIMHUYECKM YCTAHOBJIEHHBIM AuarHo3om AKP
BBITIOJTHUTD CIMPAIbHYI0 KOMITBIOTEPHYIO TOMOTpadus JEerkuMx Ojisl OLEHKM BO3MOXKHOTO METacTaTUUYeCKOTo
nopaskenus [5,8,13].
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KommenTapwuii. ITockonbKy 8b160p ONMUMANBHOLL SeuebHOoll makmuku u, 8 4acmHOCMmuU, 80NPOChl XUPYPeUuecKozo
JleueHust, onpedensiomcs cmadueii 3a601e6aHust, He00X00UMO adek8amHo oyeHUMs pacnpocmMpaHeHHOCMb 0NYX01€8020
npoyecca. KT OIK, OFII, 3a6pwowuHHoz0 npocmpancmea u manozo masa ¢ KY noseonsem eviseums nodasnsiouiee
60NBUILHCMB0 MemacmamuyecKux JoKayuti, Komopbole uduje 6cezo 8KI0UANM JiezKuUe U NeUeHs.

lns memacmasos 6prOWHOL noJIocmu ecme npeumyujecmea u Hedocmamxu npu ucnons3zosaruu xaxk KT, mak u MPT,
HO 07151 2pydHoii nonocmu KT ¢ KY signsemcs npednoumumensHslM Memooom, maxk Kak oHa npesocxooum ece opyzue
Memoodsl 8 00HAPYHEHUU NYSIbMOHANBHBIX MEMAcma3os Malsix pamepos [9].

2.4.5. PekoMeHAyeTCsl MalMeHTaM C BbICOKOBEPOSITHBIM WWIM KIMHMUYECKM U/WIM MaTOMOPGOIOruvecKn
BepuGUIMPOBAaHHbBIM OuarHo3oM AKP ¥ momospeHMeM Ha MeTacTaTMUYecKoe IopaxkeHue KOCTeil cKeieTa
BBITIOJTHUTh CUMHTUTPAdUIO KOCTEl BCETO Tela WIU 18<13,Z[I‘—1'13T/KT IS YTOYHEHUS HaJN4Ms/OTCYTCTBUS
KOCTHBIX MeTacTa3oB, a Takke nposectyt MPT rooBHOro mosra Jjist MUCKJIIOYEHMSI MeTacTaTU4eCcKoro IopakeHus
TOJIOBHOTO MO3Ta MPY HATMYUY KIMHUUECKM 060CHOBaHHBIX IOA03peHui [5,8,13].
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KommeHTapuii. /30/1uposaHHbie Memacmassl 8 KOCMu U 20J108HOL Mo32 a8/siomcs pedkumu cobvimusamu npu AKP
6e3 Memacmamuueckux NopaxceHuti opyzux sokaauzayuti. JonosHumMenvHas U3yaiu3ayus, GoKycupyrowascs Ha 3mux
yuacmkax, onpasoama moJibko mozda, Kozda umeemcsi 000CHOBAHHOE KAUHUYECKOe NOO03PeHUEe UAU B8bis8TEHbI
8MopuuHble oudzu UHvix Jokanuzayuii. Credyem ommemums, 00HAKO, UMO 3Mom 80Npoc 8 Hacmosuiee 8pems UsyueH
HedocmamouHo u mpebyemcs nposedeHus danvHeliuiux uccnedosaruti [9].

2.4.6. BoinmonHeHe MyHKIMOHHOV OMOTICUY OMyXOIM HAJIIOUeYHNKA MOXET OBITh PEKOMEHIOBAaHO TOJMBKO IPU
060CHOBaHHOM I10JO3PEHMM Ha ero MeTacTaTUiyecKkoe (BTOPMYHOE) NOpaskeH)e WM B CJyyae HeolepabeabHOro



MeTacTaTM4YeCKOro OITyXOJeBOro Ipolecca Iepesl HayaJoM JIeKapCTBEHHON INPOTUBOOIYXOJIeBOW Tepanuu. B
OCTaJIbHBIX CJIy4asX BBIIIOJHEHMe IIYHKIVOHHOJ OMOIICMM OIyXOny HaJllOYeyHMKa KaTeropuyecky He
pexomenpyertcs. [8,13,122].
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KommeHTapuit. B oJuggepenyuansHom OuazHode opzaHocneyuguuHsix onyxoneli HAONOUEUHUKA NYHKYUOHHAS
6uoncus He umeem OOKA3AHHBIX NPEUMYUIECMB, ACCOYUUPYEMCsl ¢ HU3KOL 4y8CmMeumensHoCmelo, cCheyu@uuHocmoio a
Maxe ¢ 6ePOSMHOCMbIO OC/IOHCHEHUTL, 8 MOM UUCIe Memacmamuueckozo npozpeccuposarusi. TomanvHoe 6binNoNHeHUE
NYHKYUOHHOU  6uoncuu  onyxoneil HadnoueuHuko8 He NPOOEMOHCMPUPOBANO  YAYUUIeHUS  pe3ynasmamos
JugppepenyuanvHoli  duazHocmuku  UHYUOEHMANOM,  HANPOMuU8,  Npueero K  pocmy  OCHOXCHEHUL,
JIOHCHONONOHCUMENBHBIM U JIOHHOOMPUYAMEbHBIM 3aKII0UeHUsM. B nacmosswjuti momenm nyHkyus yenecoobpasHa
JIUWb npu nNodo3peHuUU Ha Memacmamuteckoe nopajeHue Ha0noueyHuKos, 20e Hy8cmeumenbHoOCMy Yumosiozuieckozo
uccnedosarus cocmasnsem 80-86%. Taxk xe nyHKYUOHHAs GUONCUs NOKA3aHa npu nodo3peHuu Ha HeX0O0MKUHCKYH
aumpomy € U30NUPOBAHHBIM NOpaxeHuem HaodnoyeuHuxos. 3abosiesaHue ecmpeuaemcss KpatiHe peoko,
xapakmepusyemcsi 08yCMOPOHHUM UHQUIbMPAMUBHbIM NOPAXEHUEM HAONOUEUHUKO8, OGbiCMpblM MeMNnoM pocma
ONnyxXonu, a makxe KOCBEHHbIMU NPU3HAKAMU, NO0380NSIOWUMU NOJ03pesams NUMGPOMY, MAKUMU KAK BbIPAHCEHHbIE
sieJleHus. obujeli UHMOKCUKAYUU, NnoebluleHUe nakmam-O0ezudpozeHassl 8 cvleopomke Kposu u m.0. Ilpu Opyeux
eapuaHmax HAaonoueyHuKosulx onyxoseli duazHocmuueckas YeHHOCMs npedonepayuoHHol NYHKYUOHHOL 6uoncuu
HeydoeiemeopumesnvHa (1yscmeumensHOCMy He npesviuiaem 65%) [44].

B Hacmosawuti MomMeHm nyHKYUOHHAS 6uoncus dns duaznocmuxu OXLI/IIT He pekomeHdosaHa [45].

2.5 NHble JyarHoCcTuYecKye uccjaeaqoBaHusa

2.5.1 CragupoBaumne AKP

e 2.5.1.1. PeKOMEeHAYeTCSI BCEM TMalyeHTaM C BbICOKOBEPOSITHBIM WM BepPUDUIMPOBAHHBIM AuarHosom AKP
MPOBECTH TIIATeNbHOE TOMMYeckoe 06cIe0BaHMe B OTHOIIEHUY BO3MOKHBIX METACTa30B, OITyXOJIeBbIX TPOMOOB
M MECTHOTO pacCIpoOCTpaHeHMsI OIyXOlM, a TakkKe CTagMpOBaHMe OITyXO0JIeBOTO Ipollecca [Jisi OIpemeneHus
neve6GHOI TaKTUKM (CM. TaKKe paspn. 1.5.2) [8,13, 46, 47, 48].
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KommeHTapwuii. Pazmep onyxonu npu AKP — 00uH U3 8aycHeliluux KJAUHU4eCKUx (pakmopoe npozHo3da, n03momy oH
s8715emcst 0CHOB80L cmaduposaHust 0aHH020 3abonesaus. [losizoe 8pemst NPUMEHSIUCL A8MOpCKuUe Kaaccupuxrayuu
AKP (MacFarlane, Icard, Lee). Kpumepuu, onpedensioujue cumgon «T» no knaccugpuxayuu MacFarlane, neziu 8 0CH08y
kaaccupukayuu UICC u ENSAT. Zlo nocnedueti pedakyuu kaaccuguxkayuu TNM UICC onyxonu T3-4N1 omHOCUNUCL K
IV cmaduu, a no xnaccuguxayuu ENSAT — k III cmaduu, no3momy NocieoHssl cuumanace npozHocmuuecku 6osnee
MouHOolL.

B 20152. nposoduniu nosmopHslii avanu3 daumHeix pezucmpa ENSAT no AKP (sxknwouarowuii 463 nauueHma)
OMHOCUMENbHO NPOZHOCMUUECKOLl 3Hauumocmu [126]. Bblio nokasaHo, Ymo 8eHO3HAs UHBA3uUs He yxyduiaem npozHo3 y
nayuenmos ¢ III cmadueii; nopaxcerue numeoysnos 6vi10 omueceHo K IV cmaduu. IIpu 3mom, Kak ommeuarom
asmopsl, HaxonjieHo 00/bule OAHHBIX NO BEHO3HOU UHBA3UU U pe3ylsimamam Xupypeuueckozo JieueHUs IMmux
nayueHmos, 4mo HeJlb3s1 2080pUMb 0 nopax;eHuu aumdoysnos npu AKP.

80% e3pocnbix nayueHmos Ha MOMEHM NEPBUUHO20 BblA6JIEHUSL uMelom pasmep onyxoau He meHee 10 cm, y 30-40%
nayueHmos npedonepayuoHHO 6blSBASAIOMCA Memacmassl. BeposmHocmos Hanuuusi 0moaieHHslX Memacmasos npu
onyxonsx 6onee 10 cv no OaHHbIM NOCTIEONEPAYUOHHO20 HAON00eHUs: cocmasnsiem Gonee 80% [46, 47, 48].

OnpedeneHue pacnpocmpaHeHHOCMuU O0NyxoJiee020 npoyecca KpatiHe 8a}cHO C MOuKuU 3peHus 6vl6opa JjeuebHOl
makmuxu. B cnekmp ucciedoeaHuii npu noucke memacmaszos HeoOxodumo exiiouerue KT neexux, KT unu MPT
20J108H020 M032a U OprowiHoll norocmu, cyunmuepaguu u MPT kocmeti, 18®AT-ITOT/KT. s 8bi2681€HUSA ONYXONEBbIX
mpom608 8binonHsemcs ¢ebozpagus 3a6poWUUHHBIX COCYO08.

B cnyuae AKP cepve3noe 8usiHue HaA MakmuKy Moxcem oKd3ams CmeneHb 20pMOHANBHOL akmusHocmu onyxoau. Tax,
ecnu Npu 20pMOHAILHO-HEAKMUBHOL ONYXolu onepamueHoe JjeueHue pacnpocmpaHeHHsix ¢opm AKP He umeem
U3BECMHBIX  Npeumyulecms, mo hpu 20PMOHANbHO-AKMUBHOL  ONYXoAu, Conpogoxcoaioujelica  maxcensimu
comamuueckumu NposieJIeHUIMU  2UNepKopmuyu3mMa moxcem 0Obimes onpasdaHa MAxKmMuKda, HanpaejieHHdas Ha
MAKCUMANLHYI0 YUMOPeOyKYUIo.

2.5.2. ITaTo/I0ro-aHaToMM4YecKas JMardoCcTMKa



e 2.5.2.1. PekoMeHAyeTCSI BCeM Mal[MeHTaM C OIyXOJIbI0O HAJIOYEeUYHMKA BBITIOJHUTH I1aTOJOrO-aHATOMMUUYECKOoe
McceoBaHue 6GMOTICUITHOTO (OTepalMOHHOT0) MaTepuaa, BKIIOYaIoliee OqHy M3 MPUHSITHIX CUCTeM 6alIbHOI
OIIEHKM 3JI0KAQUeCTBEHHOTO IOTeHIMalla OIMyX0Ju, C IpUMeHeHeM UMMYHOTUCTOXMMUYECKUX METOHOB C LieJIbI0
OLIEHKM OpTraHHOWM TMPUHAAJIEXHOCTY ONMyXOJM M ee 3JI0KAaUeCTBeHHOTro mMoTeHuuana. [IpyM KoHCTaTanmuu
3710KaueCTBEHHOTO MOTeHIMala OMyX0JIM PEKOMEHIYEeTCSI BCeEM MalleHTaM C OIyXO0Jbl0 HalllOUeYHMKa ITPOBECTU
ompenesieHne MHAeKca mponndepaTMBHON akKTUBHOCTU 3KcIpeccun Ki-67 MMMYyHOTMCTOXMMUYECKMM METOHOM
ISl OIIeHKM ITPOTHO3a TeueHust 3aboneBanms [9,13,48-52,119-123].
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KommenTapwmii. Cywjecmeyem HeCKONbKO cucmem OANIbHOU OYEHKU 3710KAUeCmeeHH020 NOMeHYuald Onyxoau
HadnoueuHukos. B Hacmosiujee epems Haubonee pacnpocmpaHeHa cucmema Weiss, ekawuarnwas 9 kpumepues
ceemosotl mukpockonuu [48, 49]:

® BbICOKULI 10epHbIll UHOEKC,

® KOJIUUeCmeo Mumo308 6osee 5 Ha 50 noneti 3peHus npu 6OJILUOM Y8eaUueHUU,
* namosnoezuieckue MUmo3sbl,

* MeHee 25% Kiemok co ceemoli yumonaasmoti,

o JugysHelli xapakmep pocma 6onee 33% onyxonesoii mxkau,

® HeKpo3bl,

® UHBA3US ONYXONU 8 8eHO3HOE PYCIIO,

* UHBA3US ONYXOJIU 8 CUHYCOUObL,

* UHBA3US ONYXOJIU 8 KANCYY.

Kaxcowili uz 9 kpumepues oyeHusaemcs ¢ 1 6ann. Ilpu Habope 3 6annoe u 6osee no wkane Weiss noomeepxcoaemcs
duaeHo3 AKP.

IIpu ucnonv3osanuu kpumepues Weiss MUMOMUUECKYIO AKMUBHOCMb ONMUMANLHO OUEHUSAMs NpU BGOJbUIOM
ysenuueHuu no merouieli mepe 8 10 pasiuuHsix NOASX 3peHus 8 npedendx yuacmkd ¢ HauGONBUUM KOJIUYECTE8OM
MUMO0308 8 KaXc0oM U3 5 cmekon. MuHuMaisHoe KOAUUecmaso oyeHueaempix nojeti 3perus cocmasnsem 50.

Cywecmeyem anvimepHamueHas no nodcuemy 6ain08, CXOXdAs NO HAGOPY napamempos c8emogoli MUKpOCKONuu
cucmema van Slooten u coasm. [50] Ona Ougdepenyuposku O0obpoxauecmeeHHsIX U  3/10KAUECMBEHHbIX
adpeHOKOpMUKAIbHbIX ONYX0Jlell, NaHenb 8KI0UAem 6 ce0sl OYeHKY cnedyloujux napamempos:

* 00WUpHble pezpecCusHble U3MeHeHUs! (HEKPO3, KpoBoU3NUsHUSA, Gubpo3s, kansyupukayus) - 5,7 6a1os,
* nomeps HOPMAanbHOU cmpykmypesl - 1,6 6annos,

e gdepHas amunus - 2,1 6annos,

o gdepHas zunepxpomus - 2,6 6annos,

* HenpasubHble A0pblKU - 4,1 6anos,

* Mumomuueckas akmusHocms (>2 6 10 nonsix 3peHus npu 60vwom yseaudeHuu) - 9,0 6a108,

* cocyducmas unu KancyisHasi uHeasus - 3,3 éanna.

T'ucmonozuueckuti uHdexc >8 6annoe no wxaie van Slooten KOHCmamupyem 8bICOKULL 3/10KauecmeeHHblll nomeHuuan
onyxoJiu HaonoueuHuKd.

CpasHumenvHoe u3yueHue OuazHOCMuueckoli yeHHOCMU OaNbHOU OYeHKU nepeuucyieHHblX CUCmeM HEeCKONbKO
omauuaemcss 'y pasHelX ucciedogamenetl, 00OHAKO O0OKA3GHA HECOMHEHHAs NONb3A UX npumeHeHus [51, 52],
uyecmeumenbHOCMe wkan 8 omuouteHuu AKP u memacma3sos cocmaesisem okoso 92% u 3HauyumesnsHo 803pacmaem
npu UCNO0N1b308aAHUU KOHCUTUYMA hamosnozo8. Ha cezo0nsawiHuii OeHb 8 Mupe HauboJiee WUpoKo UCnoabs3yemcs cucmema
Weiss [9].

ITo pexomeHndayusm 3xcnepmos BO3, npu oHKoyumapHom mopgonoeuueckom eapuanme adpeHOKOPMUKANbHOL
ONyXonu PayuoHaIbHO UCNONBL308AMb  MOOUPUYUPOBAHHYI —cUCmeMY OALIbHOU OUeHKU  3/10KauecmeeHHO2o
nomenyuana Lin-Weiss-Bisceglia [9, 13].

Ilpu comHumenvHol 0p2aHHOll NPUHAONEHCHOCMU WU HeonpedeneHHOM 3JI0KA4eCmeeHHOM NomeHyudne Oonyxoau
eedyujee 3HaueHue npuobpemaem uUMMYyHOzUCMOXUMuUUecKoe ucciedosarue. HaubGonee uacmo ¢ 3moii yenvio
UCNONBL3YIOM OUEHKY UHMeHCUBHOCMmU 3IKchpeccuu Oenka p53, Ki67, kanspemuHuHa, yumokxepamuHos 8 u 18,
BUMEHMUHA, UH2UOUHA-a, MesaHa A, cmepoudozeHHozo pakmopa-1 (SF-1) cmepoudHozo peyenmopa koakmusamop- 1
(SRC-1), npomeuna S-100, Pax8, xpomozpaHuHa A, Helipocneyuguueckoli sHoaa3sl, cuHanmo@uauHa. B dononxeHue k
JduazHocmuueckum anzopummam npu oupdepeHyuanvHoili ouazHocmuke adpeHOKopmukansHoli adeHomsl u AKP
B03MOMCHO UCNO0JIb308aHUE UMMYHOUCMOXUMUYecKozo mapkepa Ki67: oOnsa adeHomsl xapakmepeH UHOEKC
nponugepayuu Ki67 menee 5%, ons AKP — 6onee 5% [2, 13].



IIpedmemom duckyccuu 00 HACMosWe20 8pemMeHU 611emcs NPoZHOCMuUYeckoe 3HaueHue Koauvecmea Weiss- uau van
Slooten-6anos, 00HAKO 6ALIbHASL CUCMeEMA hapamempos C8emoeoli MUKPOCKONUU 8 Kauecmee npozHOCMUuecKozo
Kpumepusa ycmynaem npoaugepamusnomy uxoexcy Ki67. IIpu noswiuienuu uxdekca Ki67 Gonee 10% eeposmHocmb
peyuduea AKP nocie adekeamtoli pe3ekyuu 6 npedenax 30opoevix mkareti (RO-pezexyus) cocmaensiem He meHee 80%
(cm. maxxce Ipunoxcernue I' Tabn.18). IIpozHocmuueckoe 3HaueHue Opyeux mapkepoe HUIX e ommuoweHuu AKP @
Hacmoawuti MoMeHm Haxooumcs 8 cmaouu Uccnedo8aHust U HaAKONJeHUs AHAUZUPYeMO20 Mamepuand.

2.5.2.2. PekoMeHAyeTCsI BCEM TMAIME€HTaM C OMNYXOJIbI0 HAIIMOYEUYHMKA MPOBOAUTH IATOIOTO-aHATOMUYECKOe
ucctefoBaHue GMONCUMITHOrO (OMepalyOHHOr0) Marepmasna IO IMPOTOKONY, BKIIOYAKOIIEMY, KaK MUHUMYMY,
crefyolIye NaHHble: KOIM4ecTBO 6aoB 1o uikane Weiss miy MHOI 1iKale 6a/UIbHO OLeHKY 37I0KaueCTBEHHOTO
TOTEHIMAaIa OITyXOyu, IponudepatuBHbIi MHAEeKC Ki67, pe3eKIMOHHbBIN CTaTyC (MHBA3Usl KaIlCYy/Ibl OMyXOJau, U/
WM OKPYXaKIMX TKaHelM, W/WiM MpwieXalx OPraHOB WIN €ee OTCYTCTBME), HaauuuMe WA OTCYTCTBUE
nopaskeHus muMdaTrueckux y3nos [119-123].
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KoMmmeHTapwuii. BaxHocmos OyeHKU 3710KaUecmeeHH020 NomeHyuaia onyxoau no cucmeme Weiss uiu uHotl wxane
6annvHOLl OUeHKU, a Mmakxce npoaugepamusHozo uHdexca Ki67 o6cyxdeHst sviuie (cm. pasd. 2.5.2.1.). Heobxodumocmop
OUEeHKU pe3eKyUoHH020 cmamyca onyxoau (cm. makxce ITpunoxcerue I' Tabn.18), a makxie HAAUUUA UIU OMCYMCMeUs
nopax}ceHus AUM@amuuecKux y31068 hpoOUKmosaxda npozHOCMuUUecKoli YeHHOCMbI0 IMux daHHbIX [9).

2.5.3 T'eHeTMYECKOE TECTUPOBAHME

2.5.3.1. PekoMeHAyeTCsI BCEM TMalMeHTaM C BepuOUIMPOBAaHHBIM auarHo3om AKP mpoBecTy, Kak MUHUMYM,
CTaHJAPTHOE TeHeTMUYeCKOe KOHCY/IbTMPOBaHMe, BKIIOUAKIlee M3ydeHMe aHaMHe3a KU3HM, aHaMHesa
3a607eBaHMsI M CEeMeHOTO aHaMHe3a, JJIS1 BbISIBJIEHMS WIM WCKIIOUEHUS] HacIe[CTBEHHOTO CUHAPOMA,
acconuuposanHoro ¢ AKP [1, 4].
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KommenTapuii. CeoespeMeHHOe 6blB/EHUE 2epMUHAMUBHOL Mymayuu U, CcoomeemcmeeHHo, OUuazHOCMUKA
HacnedcmeenHo20 cuHdpoma, exknouaroiezo AKP, no360/110m npozHo3uposams pasgumue opyzux accoyuupo8aHHbIxX
3a00/1e8aHULl Y NAUUEHMA, a MAKe YeeHanpasieHHo 00c1e008ams €20 KpO8HbIX POOCIMBEHHUKOS.

Cpedu e3pocnoti nonyasyuu 0o 5% cnyuaes AKP passusaemcs 8 pamkax cunopoma Jlu-dpymeHu, 00YCa081eHHO20
2epmMuHamusHoli mymayueii 8 zeHe TP53, okono 3% - 6 pamkax cuvopoma Jlunua. [Jo 13% nayueHmos ¢ CUHOpPOMOM
MDBH 1 muna umeiom AKP. AKP onucan maxxce Kak KoMnoHeHm cuHopomos I'apoHepa (cemelitbltii adeHOMamo3Hbiii
nonuno3s), komnnexca Kapuu, Bexeuma-Batidemana, Hetipogubpomamo3sa 1 muna (cm. makyice paso. 1.2).

Boidensirom psad KAUHUYECKUX 0COOeHHOCMell, Komopble n0380J510m 3anodo3pums HacneocmeeHHsili xapakmep AKP
(Ta6n. 5) [4].

Ta6auma 5. OcoGeHHOCTM aHaMHe3a 3a060jeBaHMUSI M CEeMEefHOro aHaMHe3a manueHToB ¢ AKP,
CBUAETEIbCTBYIONIVE 0 HAIMYMM CUMHAPOMOB HAC/AEACTBEHHO IPeApaconokeHHocT K AKP [4]

AHaMHe3 3a60/1eBaHNA U aHaMHeE3 XXU3HU [1BYyCTOpOHHMI1 AKP, NpenMyLLecTBEHHO CUHXPOHHOW MaHUdbecTaumm

MHoOXecTBeHHble nepBUYHbIE OMYXOJSIN APYTrux fokanusaumin

Opyrue peakue onyxonu y naumeHTa ¢ AKP

AKP, AMarHocTMpoBaHHbIV B AETCKOM Bo3pacTe

BpO)K,ClEHHbIe NOPOKWN pasBuTUA

[pyrvie sHAOKPUHHbIE 3a60/1€BaHMA (HanpuMep, MEPBUYHLIA runepnapaTMpeos), nommmo AKP

KoxHble NposABNEHUA, XapaKTepHble ANA HAaCNeACTBEHHbIX OMYyXO0/EBbIX CUHAPOMOB

CeMeiiHbIA aHaMHe3 Bbicokas PacnpoCTPaHEHHOCTb OHKOJIOrMYECKNX 3aboneBaHui cpean KpOBHbIX POACTBEHHUKOB

CeMeWHbIii aHaMHe3, OTAroLeHHbI AKP

CeMelHbI aHaMHe3, OTSrOLWEHHbI APYrMMU PeAKMMU OMYyXONsMU

CeMelHbIi aHaMHe3, OTArOLEHHbIN HacNeACTBEHHbIMU onyxonesbiMn CUHAPOMaMu

Iayuenmam ¢ AKP moxcem Oblmb peKoMeHA08AH MONEKYNAPHO-2eHemuuecKuli CKpuHuHe Ha npeomem 6biseJieHus
cuHopomos JIu-®paymenu u Jlunua, komopwvle ecmpeuaromcs y 6 3-5% cayuaes AKP u umewom 0ocmamouHo
paspabomarHole KAUHUYECKUE PEKOMEHOAUUU.

PacnpocmpaneHHOCMb 2epMUuHamusHsix mymayuii de novo 8 zene TP53 docmueaem 20-25% cpedu ecex nayueHmos ¢
abeppayusmu 8 0aHHOM 2eHe, 0Ue8UOHO, uMo maxue nayueHms! He 6yoym umems AKP unu uHwlx nposiesieHuli
cuHdpoma Jlu-®dpaymeHu 8 cemeliHoM aHamHe3e. B cea3u ¢ amum 3skcnepmst BO3, Esponelickozo ob6ujecmsa



3aHdokpuHonozo6 (European Society of Endocrinology) u ENSAT pexomeHdylom ckpuHuposams ecex nayueHmos ¢ AKP
Ha Hanu4ue 2epMuHamusHix mymayuti 8 zeHe TP53.

Cundpom Jlunua npucymcmeyem y moti xce uacmu nayueHmos ¢ ACC, umo u y nayueHmos ¢ KonopekmaibHbiM pakom
(3-5%), KomopwviM noKazaH CKpuHuHz Ha cuHopom Jlunua. Ezo OuazHocmuka moxcem npo8ooumecs nymem
HenocpeocmeeHH020 MOJIEKYNAPHO-2eHemu4ueckozo uccnedosauus 2eHoé MSH2, MLHI1, PMS2, MSH6 u EPCAM unu
nymem UMMYHOZUCMOXUMUYECKO20 UCCed08aHuss ¢ avmumenamu k MSH2, MLHI, PMS2, MSH6 u oyeHKuU
MUKPOCAMeJIUMHOLI HeCMabuIbHOCMU.

50-90% cnyuaes AKP & demckom eo3pacme Habniodaemcss 8 pamkax cuHopoma Jlu-dpaymenu. B cea3u ¢ smum 8
ciyuae 8visieneHus AKP 8 demckom 6o3pacme, 6ceM nayueHmam HeoOxooumo nposedeHue MOJIeKYNAIPHO-
2eHemMUuecK020 aHaIu3d 07151 8blA6IEeHUSI NAMO2ZEHHbIX 2epMUHAMUBHBIX Mymayuii 8 zeHe TP53 [4, 2, 9].



3. JleueHue

3.1 Xupypruueckoe jedyeHue

3.1.1 PexomeHnayetcs BceMm mnanyueHtam ¢ AKP I-III cragum no ENSAT u npu BosmoskHocTu RO-pesekunu B
CTIelMaNM3UMPOBAHHOM IIeHTpe TIPOBEeCcTM Xupypruueckoe JeueHue. O6bem omepauyu npu AKP -
aIpeHaIdKTOMMS B TIpefiesiax 3J0POBbIX TKaHeii, 6e3 HapylmIeHus IeJIOCTHOCTM KaTlCy/Ibl OITyXOJy. BhIomHeHMe
orepanuii ¢ MOMbBITKOW COXpaHEHMSI TKAaHM HaJIOYeYHMKa HeAOoIyCcTMMO. PekomeHAyeTCsl BCeM Malli€HTaM
BBITIOJIHUThL ONEepaTMBHOE I0CoOMe B KpaTuaiflliie CPOKM IT0Cae IIPOBeNeHMs IOJTHOLIEHHOM AMAarHOCTUKU U
CTagMPOBaHMSI OMYXOJEBOrO Ipollecca IJisi MMHMMM3alLMM PUCKOB MeTacTaTuuyeckoil arpeccuBHoctu AKP [8-
10,13,58].
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KoMmmeHTapuit. EOUHCMBEHHbIM B03MOMCHBIM 8APUAHMOM NOJIHO20 u3neueHus npu AKP e Hacmosuwee spems
A6719eMcsl NOJIHOE Xupypzuueckoe yddneHue ONYXoau cpasy nocie ee O0OGHapy#eHus. AKYeHm HA CPOUHOCMU
onepamueHozo 8Mewlamenscmed Ces3aH ¢ GblCMpblM YeeNudeHUeM pasmepos ONYXoau U 8bICOKOU 8eposimHOCMbi0
Memacmasuposanus.. Eciu Ha MOMeHM 06HApyx#eHus ONyXoau Memacmassl He 8blA8AA0MCS, MO 8bl200a onepayuu
oueguoHa, m.X. OHA HAYeNeHa Ha NOoJHoe usneyeHue (cMm. makxe Ipunoxerue b Puc. 1) [4].

3.1.2 PerkomeHAyeTCsl BCeM TMalUMeHTaM C OMNYXOJbI0 HAJMOYEYHMKA U  BBICOKOBEPOSITHBIM WU

BepubULIMPOBAaHHBIM AuarHo3oM AKP BBIMIOMHSITL XMUPYpruueckoe JjieueHMe Ha OCHOBAHUM CIeIyHOIMX

TIPUHITUIIOB:

o BBINOJTHEHME PAMKATbHOM aipeHAISKTOMUY B IIpeeaxX 3I0POBBIX TKAHEI;

o coxpaHeHMe LIeJIOCTHOCTY KaIlCyJ/Ibl OITyXOJIN;

© BBIMOJIHEHME KOMOMHMPOBAHHBIX aApPEeHAJTIKTOMMIA TPU MHBA3UM OMNYXOAM B OKpYKAloOIiye OpraHbl U
CTPYKTYpBI;

O BBIMOJTHEHME TPOMOIKTOMMII U3 MMOYEUHOI BEHbI, HVKHEN IOJIOi BEeHbI M KaMep Cephia Ipyu OIyXOJeBOM
Tpomb03e;

o BBINIOTHEHME TMMOPOIMCCEKLIINY B A0OPTOKABAIbHOI 30He ¥ 30He BOpOT mmouku [8-10,13,47,57,58,63,128].
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KommeHnTapwuii. OcobeHHocmamu pocma onyxonau npu AKP u Xupypzuueckux eMewamenscme A8asi0mcs caedyowjue:

UHBA3USL ONYXONbI0 OKPYHAIOWUX OP2AHO8 U CMPYKMyp: napaHeppansvHoll kiemuamku, NOYKuU, neueHu, cene3eHKu,
Nnooxe1y0oOuHOU Jcene3vl, KpynHolx COCY008 (HUMCHEl NOoJOli 8€Hbl, NOUEUHOU BeHbl, 80POMHOLI 8eHbl). MecmHuas
pacnpocmpaHeHHOCmb onyxonu 00/xHA Oblme OyeHeHa 00 onepayuu O0ns naaHuposaHus ee ob6zema. Ilpu
Heo0X00UMOCMU  BbINOJIHAIM  pe3eKyuu neveHu (AMUnuyHele, aHAMOMUYHblE), NOOHETYOOUHOU  Hcene3bl,
cnneHakmomus. Hegpaxmomus noxazaHa moneko npu uHeasuu cmpykmyp eopom nouku. IlapaHedpansHas
KJIemuamka 0onxcHa yoanames 8 xooe adpeHandaxkmomuu npu AKP.

UHBA3UsL HUXCHEU noJioli 8eHbl/noueuHoll 8eHsl, KOmopas Habnwdaemcs no OaHHsIM Jumepamypsl om 5-7% do 30%
cnyuaes AKP u mpebyem pe3ekyuu cocy0oé 6 pasHom obseme (npo0onbHAs WU YUPKYAAPHAS) ¢ nocaedyoujeli
pexkoHcmpykyueti unu 6e3 Hee.

onyxoneswili mpom603 HuxcHell N0l 8eHbl UNU NOUEUHOU 8eHbl (NPU J1Ie60CMOPOHHEM NOPAMCEHUU), NPOKCUMANbHAS
2paHuya komopozo moxcem docmuzams 00 npaswix omdenos cepdya. Y nayueHmos 6e3 omoaneHHslx Memacmasos
NnoKa3aHa aopeHanIKmomust ¢ mpombakmomueti; 603MOHHOCMb MPOMOIKMOMUU Cledyem paccmMompueames makxe y
nayueHmos ¢ omoaieHHsIMU Memacmasamu 8 eudy omcymcmaeust ppekmueHsIX cnoco608 KOHCEPBAMUBHO20 SieHeHUS]
U 8bICOK020 PUCKA JIEMAJIbHbIX OCTIOHCHEHUL meueHusi 601e3HU. TpomOIKMoMUsl 8bINOSIHAEMCS KAK C UCKYCCMBEHHbIM
KposoobpaujeHuem, maxk u 6e3 Hezo, 8 3A8UCUMOCMU OM Ypo8HS mpom6o3a. Heobxodumo npeonpuHsmes mepsl no
npogunakmuxe aImM60UU Jle204HOL apmepuu onyxonessimu maccamu. Heo6xo0umocms peKoHCmpYKyuu HudxicHetl nosot
8eHbl NOC/Ie MPOMOIKMOMUL, UACMO CONPOBOXIIaemoli YupKyaspHoli ee pesekyueti, onpedesisiemcs 8 3a8UCUMOCMU OM
CmeneHu HapyuleHuss Kpoeomoka no Heil u paseumus KOANAMepansHoz0 KpoBOmMoKd, HA OCHO8AHUU
npedonepayuoHHOll OYeHKU;

8bICOKAS1 8ePOSIMHOCTNE IMOOUUECKUX OCTIOMCHEHUTI s18J151emcsl 0CHOB8HOU npuuuHoli (1) unmpaonepayuoHHol U paxHeii
nocneonepayuoHHoli cmepmuocmu 'y nayueHmos ¢ AKP. OmGonus moxcem 0Obimb 00YCN08/€HA HECKONbKUMU
akmopamu unu ux couemaHuem:

Hanuuuem 2unepKopmuyudma/zuneparopozeHul, Choco6cmeyujux UcXoo0Hotl zunepkoazynsyuu;

MAccueHoli UHmMpaonepayuoHHoli kpogonomepeti ¢ 00HOMOMEHMHBIM NepeusaHuem 6oabuux 005emM08 KOMNOHEHNM08
Kpoeu;

Hanuyuem onyxonessix mpomoos;

omcymcmeuem npedonepayuoHHbslX NPOGUAAKMULECKUX MEPONPUSIMULL, CHUMAIOWUX PUCK MPOMOOIMOONUU.



e Cpedu npodunakmuueckux Meponpusmuii OOMHHbBL PACCMAMPUBAMBC  2eNAPUHONPOPUAAKMUKA, YCMAHO8KA
8€HO3HbIX Mpomboynasausarujux 30Hdos. IlociedHee Mmoxcem Oblmb 3ampyoOHEHO U3-3A ONYX0J1e80Ll Komnpeccuu
HUMCHell NoJI0TI BEHb.

Hapywenue xancynsl onyxoau npakmuuecku 6 100% HabnodeHuti npusodum K mecmHsim peyudusam AKP.
TIpeyu3uoHHOCMy MAHUNYAAYuli npu yoaneHuu onyxonu 5eJsemcst 00HOU U3 Kauesvlx 3adau Xupyped, maxk Kax
HapyuieHue yeaoCmHOCMuU Kancyasl npusooum K MecmHoti onyxosneeoti ducceMuHayuu oaxce nocae vinonHeHus RO-
pesexyuu [8, 53, 54].

IIpu AKP nokaszaHo yoasieHue pe2uoHapHulx JUM@Ooy3n08 8 Caydae ux Memacmamuueckoz0 NopaxceHus uiu npu
nodo3peHuu Ha nopajpeHue No KJAUHUKO-UHCIMPYMEHMANbHbIM 0aHHsIM [44,55]. IIpeumyujecmea numgoduccekyuu npu
AKP npodemoHcmpupogaHsl 6 uccinedoganuu J. Reibetanz u coaem. [56], 20e Ha docmamouHo 60/1bwWol 6bI60pKe
nayueHmos8 0OKA3AHO CMAMuUCMu4ecKu 3HauuMmoe VyiayuuleHue Oe3peyudusHoli evixxuseaemocmu u AKP-
accoyuuposaHHoli cmepmuocmu 'y nayueHmos ¢ RO-pe3ekyueli. B kauecmee donoiHumensHozo dogoda npugooumcs
Gakm, umo 6 epynne ¢ aumpoduccexkyueti cpedHuti pazmep onyxonu 6ol 0ocmosepHo 60blie U MYALMUBUCYEPATbHAS
pe3exyusi 8bINONHANACL uauje, OOHAKO, HecMomps Ha 3mo, 0ocmueHymsl Jiyuulue pesyavmamsl. B uccnedosanuu
Gaujoux S. u coaem. [57] yka3vleaemcs, Umo 608/1e4eHHOCMb JUMPOY37108 68 onyxonesuili npoyecc y nayuermos ¢ AKP,
HepAaHMKUpPOBaHHblX NO cmadusm, cocmasasem 20%, umo se6Jisiemcs, N0 MHeHUi0 aemopos, Nokasauuem K 6ojee
WUPOKOMY 8bINONIHeHU Jaumpoduccekyuu. I'paHuysl npeseHmMueHoll auM@Poduccekyuu He mMOUHO onpeodeseHsl, No
UMEWUMCS. OaHHbIM noodaexcam yoasieHuio Aumpoysnsl 60pom Nouku, NApaxkasaivHvle cCnpasa u napaaopmaivHole
cnesa.

o

IIpu omcymcmeuu A8HbIX NPU3HAKO8 UHBA3UU 8 NAPEHXUMY WU 80POMA NOUKU, Heo0X00UMOCMU 8 “npeseHmueHoL
Hepaxkmomuu (HeppadpeHanskmomuu), 01 NosvlleHUs: padukaibHOCMu pe3ekyuu, Hem. JlocmamouHa pe3eKyus
HUPOBOTL KANCYNbL NOUKU C OMCMYNIeHUeM 0m Kpaee onyxonu Ha 2—-3cm.

e 3.1.3. ITauyeHTaM C KIMHNYECKU BepubMUIMPOBaHHBIM auarHo3oM AKP MokeT peKOMEeHA0BaThCSI BhITTOIHEHEe
SHIOCKONMYECKON (JIaIIapOCKOMMYECKO, PEeTPONePUTOHEOCKONMYECKO) aApeHaNdKTOMUM Ipu COYEeTaHUU
otenyomux (GakTopoB: pasmep omyxonu MeHee 6 c¢cm, I u II cragus 3aboneBanust mo ENSAT (oTcyTcTBuUE
MIPU3HAKOB WHBA3UM OITYyXOJM B OKPYKAIOMIME CTPYKTYPhI), JOCTATOYHBI/ OMBIT MOAOOHBIX BMEIIATENbCTB Y
XUpypra u jede6Horo yupexngenus. [Ipu 6osbineli paclipoCTpaHEHHOCTH MPoliecca SHAOCKOIMUeCKas oreparus
MIPOTUBOITOKAa3aHa, Tak KaK BO3MOYKHOCTD BBITIOTHEHMS TMMGbaJeHIKTOMUM U afieKBATHOM PEBU3UU U Pe3eKIIUN
COCeHMX OPTaHOB OTPaHNUYEHa, PAAUKaIbHOCTh BMeIIaTeIbCTBa COMHMTENbHA [8,13,59,66].

YpoBeHb YGeJJ,I/ITe.TII:HOCTI/I peKOMeH,E[aIJ,Mﬁ -G, YPOBE€HDb JOCTOBEPHOCTM AOKA3aTE/IbCTB — 4

KommenTapwuii. OcHosHast npobiema 1anapockonuieckoli adpeHaisKmomuu — 8vlcokas yacmoma oducceMuHayuu
onyxonu no OpiowluHe nocie onepayuu, 6cnedcmeue UHMPAONepayuoHH020 NOBpeddeHUst Kancyasl onyxonu. Yacme
JKCnepmos npudepxcueaemcss MHeHUs, uMO npu pasmepe onyxonu 6oniee 5 cM  u/unu  nodo3peHuu Ha
3710KaUecmeeHHOCMs ONyXolu No pe3yismamam npedonepayuoHHo20 00c1e006aHUs — 6ePOSIMHOCMYb JucceMUHayuu
ONYX0JU NPU HAPYWEHUU KANCylbl 3HAYUMENbHO 8blule, UeM NPU OMKpblmom emeutamenscmae [8, 44, 47, 53, 58 - 60].

HeduckymaGensHoiM NyHKMoM OAHHOU pekoMeHOAyuu s61s1emcs Cneyuanu3uposanHslii xapakmep yupexcoeHus u
onvim onepayuoHHol 6puzadsi.

e 3.1.4. PekoOMeHayeTCsl TAlMEHTaM C pe3eKTabesbHbIMM (HOpMaxXx MECTHOTO PelyaMBa VI MPU COTUTAPHBIX/
€AVHMYHBIX METACTa3aX, BO3ZHUKIIMX IOC/Ie OTepalyy, BBIMOJIHUTh MOBTOPHYIO RO-pesekIuio Kak Haubonee
9 dEKTUBHBII ¥  TPEOIOYTUTENbHBI BapuaHT JiedeHusl, obecreunBallMii Haubomee IJIUTETbHbIN
6e3pelMAMBHbBIN TEPUON, WIN TTPOJODKUTENbHOCTD XU3HU (CM. Takke ITpunoskeHne B Puc.1). BespennanBHbIi
nepuop, 6osee 1 roma mocyie MEpBOI omepaiuu SBASEeTCS GJaronpUSITHBIM MPOTHOCTUYECKUM (HaKTOPOM IpU
XUPYPTUUECKOM JieueHuu penuauBoB winu Meracta3oB AKP. Ilenecoo6pasHOCTh MOBTOPHBIX OMepaluii mpu
peuuaMBax  OINpefensieTcsi  MHOMBUAYAAbHO,  MYbTUIOMUCLMUIUIMHAPDHBIM  KOHCUJIMYMOM, C  YYETOM
PacCIpoCTPaHEHHOCTH MPOIECCa, BEPOSITHOCTHM ITOTHOM IUTOPEIYKIMM, OMOTOTUUECKMX 0COOEHHOCTEN OITyX0/IU U
BO3MOKHOCTY KOHCePBaTUBHOTO JieueHusI [58,62,64,65].

YpoBeHb yﬁeJJ,I/ITeJIbHOCTI/I peKOMeHJIaIJ,I/Iﬁ - B, YPOBE€HDb JOCTOBEPHOCTM JOKA3aTE/IbCTB — 3

KommeHnTapwuii. Yacmoma npoepeccuposarust AKP nociie Xupypzuueckozo jeueHust 6 meuexue 5 jiem docmuzaem 00
80-85%. EduHcmeeHHbIM Memooom, 06ecneuusarnujum OnumesibHoe 8bvixusaHue npu peyudusax uiu memacmasax
ocmaemcst N08MopHaAs «padukanivHas», mo ecms RO- pezekyus. Ee 603moxcHocms cnedyem paccmampueams y Kaicoozo
nayueHma ¢ y4emom pacnpocmpaHeHHocmu npoyecca, ocoOGeHHocmell npedvidyujezo Xxupypauueckozo JeueHus,
6uosozuueckux 0co6eHHocmell OnyxoJu, Maxkux Kak cmeneHs 3J10KA4eCmeeHHOCMuU U memn pocma.

B onxkonozuueckom yeumpe Sloan-Kettering, CIIIA, nosmopHbie pe3eKyuu 8vinONHeHbl Y 47 nayueHmos ¢ MeCmHbIM
peyudusom unu omoaneHHsimu memacmasamu AKP [61]. IIpu asmom u3 113 nayuenmos 6 62 cnyuasx onepayus 0vu1a
padukanvHoli, 8 45 — nannuamusHoii. Cpedu padukanvHsix onepayuii 43 (69%) 6bInoJHEHO N0 N0BOJY 0MOANIEHHbIX



memacmasos, 14 (23%) — no noeody mecmHozo peyudusa, 5 (8%) — no noeody u peyuduea u memacmasos. Bce
onepayuu ho nosody mMecmHozo peyuousa Oviiu KOMOUHUPOBAHHbBIE, C pe3eKyueli NOPAaXIeHHbIX CMENCHBIX OP2aHO8,
cpedu JioKanu3ayuii omoaneHHslXx Memacmasos CamviMu uacmeiMu Ooliu neueHs (28), nezkue (17), 6pwowuHa (8).
Meduana o6weti 8vi#cUBaeMOCMU NAYUEHMO08 n0d8epeUlUXCsl NOBMOPHOTU padukansHoli pesekyuu cocmasuna 74 mec, 5-
JIEMHAA BbIHUBAEMOCMb — 57%; Yy nayueHmos nocie NaaiuamusHoli nosmopHoli pesekyuu — 16 mec u 0%
coomeemcmeeHHo, pasnuuus Gvliu cmamucmuiecku 3Hauumbl. I[IpozHO3 nayuemmos, ONepuposaHHsix No noeody
MeCmH020 peyudusa unu omoaieHHo020 Memacma3sos, He OMAUUANC.

ITo OauHbiM panyysckoli accoyuayuu IHOOKPUHHBIX Xxupyp2os [62] noemopHele onepayuu 6uinonHeHsl y 22
nayueHmos. 5-n1emuss 6bIHUBAEMOCMb C MOMEHMA YCMaHoeKu dudzHo3a cocmasuna 27%, ¢ MOMEHmMa nosmopHoli
onepayuu — 16% (npu paduxaivHoili nosmopHoti pezexyuu — 28%).

R. Bellantone u coasm. [63] 6 1997 ¢ aHanusuposanu daHHsle MmanesHckozo pezucmpa no AKP, exnouarouezo 188
nayuenmos. CpedHsisi npodo/IHUMEeNbHOCMb HUSHU NAYUEHMOo8 onepupo8aHHslx NOSMOPHO No noeody peyudusa
cocmasuna 15,9 mec., npomue 3,9 mec. y nayueHmos, nojyuaswiux mojvKo KOHCepeamueHoe JjeueHue, 3-semHss
gviicusaemocms cocmasuna 23% u 0% coomeemcmeeHHo.

B TypuHckom yHusepcumeme [64] pempocneKmugHo aHaIU3Uposalu CpasHUmMenbHblll onsim seveHus peyudusos AKP:
epynna A - 22 nayueHmos onepuposaHsl, 17 — e 06seme yoaneHus peyuouea, 5 — ydaneHue omoaieHH020 Memacmasa
(cpednuti 6ann Weiss — 6, cpedHee 8pems 0o npoepeccuposauus — 22 mec, cpeduuti Ki67 — 18%). Ipynna B — 17
nayueHmos8 nNoaAyuuau XuMUOmMepanuw no cxeme #0OKCOpyOUUUH™*, 2mono3ud™*, #yucnaamuu™* u mumomau™*
(cpedHuti 6ann Weiss — 7, cpedHee epems 00 npoepeccuposavus — 9,5 mec, cpednuii Ki67 — 28%). B epynne A 'y 5
nayuenmos (22%) peyudusa He Habn0AAN0Cy, ¥ 17 803HUK peyudus 8 cpedHem uepes 23 mec, 8 nayueHmos no8mopHo
onepupoeaHsl; CpedHsst 00Was ewvlxusaeMocms cocmasuna 86 mec. B epynne B 88% nayuenmos 3a epems Haba00eHUs

yMepau om npozpeccuposaHust; cpedHss 06ujas suixcusaemMocms cocmasuna 33,5 mec — docmosepHo MeHsuie.

Tem He MeHee, 60 6CeX NPuUBEOEHHbIX UCCIE08AHUAX HENb3sl UCKIIOUUMb HEPABHO3HAYHOCMb pdchpedesieHus
nayueHmos, ciedcmeue mozo, 4mo NOSNMOPHO He ONEePUPOSAIU NAYUEHMO08 ¢ GONLIUUM PACNPOCMPAHeHUueM npoyecca
wiu ¢ 3a6e00M0 NJI0XUM NPozHo30M. HHOusudyanusayus noKa3aHuti K NOBMOpHsIM ONepayusm s6/aemcs HepeuleHHol
3adaueli u mpebyem OanbHelUUX UCC1ed08aHuli ¢ yuemom makxice 6U0I02UHeCKUX 0cOOeHHOCmell onyxonu [65].

e 3.1.5. Bcem manuentam ¢ AKP ¥ rumepkopTUIM3MoM (MaHUGECTHBIM UM CYOKIMHUUYECKUM) PEKOMEHAYeTCS
IIPOBefleHNe 3aMeCTUTeNbHONM Tepanyuy HaJIIOYeYHMKOBOV HEeLOCTAaTOYHOCTY B IOWIEONEepalyiOHHOM Ilepuoje
[13, 19, 24].

YpoBeHb yoeauTeIbHOCT peKoMeHaauuii — C, ypoBeHb JOCTOBEPHOCTH AOKA3aTeIbCTB — 5

KommenTapuit. MaugecmHbili 2unepkopmuyuam u QyHKYUOHAIbHO A8MOHOMHAS 2unepnpodyKyust KOpmu3ond, Kaxk
npasuio, Npugoodsm K passumuio Ha0NoueuHuUKo8oli HedocmamouHoCmu nocjie AOPeHandIKMoMUU ¢ OnyxoJvio. B c8a3u
¢ amum ecem nayueHmam ¢ AKP u eepupuyuposaHHbviM/8bICOKOBEPOSMHBIM 2UNEPKOPMUYUSMOM NOKA3AHO
nposedeHue 3aMecmMumensHoli mepanuu  HAONOUEUHUKOBOU  HedoCIamouHOCmu  UHMPAonepayuoHHo U 8
nocueonepayuoHHOM nepuode 8 CO0Ma8emcmaul ¢ KIuHuueckumu pekomendayusmu [9).

3.2. KoHcepBaTHBHOeE jiIeueHHIe

e 3.2.1. He pekomeHAayeTcsl NIpOBelleHMe afblOBAHTHONM Tepanmy IanyeHTaM C afpeHOKOPTUKAIbHOM OITyXOJIbIO
HEeOIpeIeIEHHOTO 3/I0KaYeCTBEHHOTO ToTeHIM1ana [73,85,86,95].

YpoBeHb yoeauTeaIbHOCT peKoMeHaauuii — C, ypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5

KoMmmeHTapwuit. AdsiosanmHsle Memoodsl JieueHUsl C6A3aHsl C NOMEHYUANbHOLU MOKCUYHOCMbIO, 8 C8S3U C IMUM
adsloeaHmHyl0  mepanurn  ciedyem — paccmampueams  MonvKo O NAYUEHMO08 ¢ 8epuuyupo8aHHsiM
namomoponozuuecku duaznozom AKP (cm maxxee paso. 2.5.2.1) [9].

e 3.2.2. PekOMeHAyeTCS BCeM TMallMeHTaM Tocie BoiomHeHus RO-pesekuuu mo nosopy AKP mipu Ki67 6omee 10%
MPOBOIUTHL abIOBAHTHOE JieueHue MUTOTAaHOM™* (opTo-mapa-DDD) c lienbio 3paguKauuu WiIu IIUTeNbHOTO
TofiaBIeHMs] MMKpoMeTacTas3oB [73,85,86,95].

VYpoBeHb yOeAUTENBHOCTU peKoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — 4

KommenTapwuit. Tepanus mumomanom™* dosxHa Obime Hauama 8 Kpamudtiuue CPOKU NOCAE XUPYP2UUECK020
JleyeHus. YposeHb npenapama 8 Kposu mpebdyem nocmosHHO020 1a60pamopHo20 MOHUMOPUPOBAHUS U, NPU YC108UU €20
nepeHoCUMocmu, pekomMeHO008aHHbIli duanazon mepanesmuueckoli KOHYyeHmpayuu cocmasasem om 14 0o 20 mkz/Mn.
Zoza mumomana**, Heobxo0umas Ons OocmuieHus u/unu noddepicaHuss €20 KOHUeHmpayuu 6 Kposu 8
mepanesmuueckom duanaszoHe, UHOUBUOYAIbHA, KAK npasuio, cocmasnsem 4 — 8 z/cym. IIpu omcymcmeuu peyuousa
AKP adsreanmHoe JieueHue npogodumcs om 2 00 5 nem (cm. maxxce ITpunoxcerue A3).



B 2004 2. no pewenuwo EMA (European Medicine Agency) 8 kauecmee 0a308020 npenapama o0na JeueHus AKP
npeonoxen 1 - (2-xnopperun) -1 - (4-xnopperun) -2,2-0uxaopamav. dmo eOUHCMBEHHDIL, 8 Hacmosujee epems
OezanvmepHamusHulli no 3pgekmusHocmu npenapam, cneyupuuHo Odelicmeyrwuli HA NYuKO8YW, UACMUYHO
cemuyamyio 30HY, U Npugodswull K KaemouHoli OezeHepayuu KOpsl HAONOYEUHUKd, NpuU 3MOM, He 3ampazueads
Kayboukosyio 30Hy. Hapsdy ¢ npomueoonyxoneevim eo3delicmeuem, mumoman™* obnadaem aopeHOAUMuUecKuMm
appekmom, noepexcdas 8HympuxiemouHvle hepMeHmsl, yuacmeywuwjue 8 cuHmese cmepoudos, makum o06pazom,
CHUMAs. UHMEHCUBHOCMb HAONOUeuHUK08020 cmepoudozeHe3a [66, 67]. B cesas3u ¢ 60KkuposaHuem cmepoudozeHesd
nayueHmet, nosyuaioujue MUMomad ** Hy#0aromcs 8 3amecmumebHoll mepanuu 210KOKOpmukoudamu. YmeHsuieHue
YPOBHs 2NH0KOKOpMUKOUJ08 8 KPOoSU C853aHO He MOJbKO ¢ a0peHONUMuUUeckoli akmueHoCmslo Mumomaua™”, Ho u ¢
UHOyKyueli UM neueHouHo20 KaupeHca cmepoudos [68], 6 ces3u ¢ uem Heobxo0umMo MUHUMYM O8YKpamuoe yeeauvueHue
cmandapmuoli 003vl  3amecmumenvHoli mepanuu HadnoueuHuxkosoli Hedocmamounocmu. Hedocmamounas do3a
3amecmumensHOll mepanuu CHUM¥aem NepeHoCUMOCMb MUMOMana™** u ymscensiem ezo nobouHosle Ippexmal.

IIpenapam ucnonv3yemcs 8 Kauecmee 0CHO8H020 cpedcmea xumuomepanuu AKP ¢ 1970 200a, pekomeHdosan FDA —
Agency of Food and Drug Administration, USA). B ¢esepane 20182. mumoman** enepesle 3apezucmpuposam 8 Poccuu u
paspeweH K npumeHerut. IIpenapam 6xOUeH 6 peecmp MCU3HEHHO He0OX0OUMbIX U BAMCHEUWUX JIeKapCMBEeHHbIX
npenapamos (’KHBJ/III) [69].

Hccnedosanus no agppekmusHocmu mMumomana™** e adsto8aHmHom pexcume, nposodumslie 00 2006 zo0a, omauuanucsy
npomueopeuussivu ési800amu. Ecnu adsroeanmuas mepanus npogoounace npu pasmepax nepsuuHoli onyxonu 6osee
10 cm, mo npu cpasHeHUU C KOHMPOJIbHBIMU 2pynnamu NAayueHmos, He NOJY4A8WIUX npenapam, HO C MeHbUUMU
pasmepamu onyxoneii — noayueHsl NapadoKCaibHble pe3yibmamel, ceudemenscmeywwjue 0 JAYUWUX JeueOHbIX
nokasameJisix 8 KOHMPOJILHBIX 2PYNNAX NAYUEHMO08, He noryuasuux mumoman** [70, 71].

B mynsmuyeHmposom uccnedo8aHuu u mema-aHanuse HemeyKo-umanvsiHcKozo pezucmpa nayueHmos ¢ AKP [72]
aHanU3Upo8aHsl pe3ynsmamot aeueHus 177 nayueHmos u npooeMoHCMPUpos8aHo yseauueHue Ge3peyudusHozo nepuoda
npu nposedeHuu adviosaHmuoii mepanuu — 42 mec npomueg 10 u 25 mec 8 08yx KOHMPOTbHbIX 2PYNNAX U CHUXCEHUE
uacmomot peyuousa do 49% npomue 73% u 91% coomeemcimeeHHO.

Ipu ananuse 3¢ppexmusHocmu mumomana™* y 246 nayuenmos ¢ pacnpocmpaneHHsimu gopmamu AKP (IV cmadus
ENSAT) 8 26% HabnwodeHuii ommeueH o0sekmueHbLii omeem 8 coomsemcmeuu ¢ kpumepusmu RECIST (11 nayueHmos
— nonHulli omeem, 52 — uacmuuHsili omeem) [75]. HyxHo ommemums, umo 6 00/bUUHCMEe UCCNed08aHUll No
appexmusHocmu mumomara™* npu pacnpocmparerHsix popmax AKP ommeuaromces cnedyoujue obujue meHoeHyuu u
8618000!:

Cyuau noyiH020 u3JiedueHus UMem Mecmo, Ho A6amcs KpatiHeli pedkocmoio;

yacmuyHylli UAU NOJIHBILL Onyxoneevili omeem 6 hnodas/sioujeM OONbWUHCINGE OMmMeudaemcss y nayueHmos ¢
docmudceHuem mepanesmuueckoli KOHYeHmpayuu mumomada™* 8 kposu [76-79].

He3aeucumo om JdocmuxdceHus yeneeoli mepanesmuueckoll KOHYeHmpayuu ommeudemcsi yeenuueHue obujet
svixcusaemocmu, 6osee ONUMeNBHOL NPU Yenesslx 3HaueHusx mumomaxa™* é kposu [70-74,80-82].

Ha ¢oHe npuema mumomaxa** @ OGonvwuHcmee HabawdeHull yoaemcsi KOHMPOAUPOBAMb NPOSABAEHUS
2unepkopmuyusma [8].

docmubdiceHue yenegoli KOHYeHmpayuu Mumomana™* e Kposu He ecezda 3agucum om npuHumaemoti do3sl npenapamd, 8
Oonvuieli cmeneHu 3agucum om Kymyasyuu 003sl, C853aHHOL ¢ OnumensHsIM nepuodom NOAYHU3HU npenapama, 4umo
dokasvlgaem Heo6Xo0UMOCMs MWAmenbH020 MOHUMOPUH2a YPOBHSL MUMOMAHA™** 8 Kposu U NOCMOSIHHOL KoppeKyuu
0o3wl [78-79].

Mumoman™* umeem y3kuili mepaneemuueckuli OuanazoH 003UpOBAHUS, O02PAHUYEHHbIL, C OOHOL CMOPOHBI,
Heo6xo0umocmuio Obicmpeliuiezo 0ocmuiceHUsl mepanesmuyeckoli KOHYyeHmpayuu npenapama 6osee 14 mz/n, ¢ opyzoti
— nepeHocumocmeio npenapama. B yeneewix kKoHYyeHmpayusx yacmoma no6ouHslx 3pdexmos cocmasnsem He MeHee
80% HabndeHuti (MuHumym 1 noGoumslii Ihpexm), UHMEHCUBHOCMb U AMNIUMYOA HENeAAMebHbIX KAUHUUECKUX
nposieneHull Hapacmaem ¢ NPOSAEHUSMU KYMYJAAYUU 003sl, NposisieHus ucuezaiom ¢ ommeHoli npenapama (Tabn. 6)

/8.

Taommna 6. [To6ounsie 3¢ dexTsr MuTOTaHA™™ [8, C M3MEHEHMSIMN]

CvMnNTOMBI Yacrora
FacTponHTeCTMHaNbHbIe: TOWHOTa, pBOTa, Anapes OyeHb YacTo
LUHC: CcOHNMBOCTb, 3aTOPMOXKEHHOCTb, aTaKcusi, [AW3apPTPWUs, FONOBOKPYXEHUE, [ENPeccus, CHKEHWe naMmsTy, OyeHb YacTo
nonnHeiponatus

HagnoyeuHnkoBasi HeOCTaTOYHOCTb OyeHb YacTo
MepBUYHbII TMMOrOHAAN3M Y MYXUUH YacTo
F'MHekomacTus Yacto
KoxHas cbinb Yacro
AYTOMMMYHHBI renatut Penko




ApTepuanbHas runepTeH3us OuyeHb peako
Aunnonus, peTuHonaTus, KaTapakTa, MakynsipHblii OTek OuyeHb peako
FeMopparmyecknin uMcTuT OuyeHb peako
Bupax neyeHouHbIx pepmeHTOB (B 0cHOBHOM ITTM) OuyeHb YacTo
YBenuyeHune ypoBHs CBs3blBalOLWMX 6enkos OuyeHb YacTo
FMnepxonectepuHeMuns, runepTpuraMuepnaemMmns OyeHb YacTo
YBenuyeHne BpeMeHn KpoBOTEYEHUS OyeHb YacTo
Nevikonexuns Yacto
TpoMmbouunToneHus, aHeMus Penko
NHAyKumna MWKPOCOMasnbHbIX neYyeHOYHbIX depmeHTOB, YBENMMUYNBAIOLLMX meTabonuyeckui KNnpeHc OyeHb YacTo
rIOKOKOpTUKOCTepounaos, 6apbutypatos, BapdapuHa

Onpedenenue uacmomsl noGouHvix IPekmos: oueHv uacmo (=1/10), uacmo (>1/100 to <1/10), Heuacmo
(=21/1000 to <1/100), pedxo (om >1/10 000 do <1/1000), ouend pedko rare (<1/10 000), He uzgecmHo (He Moicem
0b1mb onpedesieHO HA OCHOBAHUU UMEIOUWUXCA HA ce200HAWHUTL 0eHb Pe3y1bInamos ucciedo8anuii).

Takum o06pasom, mumoman™* nokazan 3HauumenvHyr 3dpgekmusHocms 6 omHouleHUU 6Ge3peyudusHoli
swuicusaemocmu nocae RO-pesekyuli u ynyuuieHue nokasameneti o0uwleli 8sI¥U8AEMOCU NPU PACNPOCMPAHEHHbIX
¢opmax AKP.

3.2.3. PekoMeHAyeTcsA BceM Ial[MeHTaM, KOTOPBbIM II0Ka3aHa Tepamnusi MUTOTAaHOM™**, HauMHATh JieueHue C
HeOOMbIINX [03 C MOCTeMeHHON 3CKanauyei, moh KOHTPOJIeM COCTOSIHUS MMalyeHTa, IepeHOCUMOCTHU JeueHus,
KOHIIEHTpaIMM MUTOTaHA™* B TIa3Me KpoBU (CM. Takke IIpunoskeHue A3) [83-85].
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KommenTapwmii. Cyujecmayiom pasHosle cxeMbsl mepanuu MUumomanom™*, Hu o0Ha u3 Hux He obsadaem 0OKA3AHHbIM
npeumyujecmeom Ha cez00HswHUL deHs. Haubonee wupoxo ucnons3yemcs cxema, hpednonazarowas cmapm mepanuu ¢
do3bt 1 2/cym ¢ nocmenenHoli ackanayueti do3wt Ha 0.5-1 2/cym kaxcdvie 3 — 7 OHeli 0o cymmapHoti do3vt 8 4 2/cym. IIpu
Xopouwleli nepeHoCcUMOCmu MUmomana™* moxcem 6vims UCNONB308AH NOOX00 C BbICOKOU HauanvbHOU o030l 1.5 2/cym u
Obicmpuim ee npupaujeHuem 00 6 2/cym. [anvHetliuias Koppekyus 003sl Mumomaxa™* nposodumcsi 8 coomeencmeauu ¢
€20 KOHYeHmpayueti 8 Kposu (Heo6xo0umo onpedenetue uepe3 4 Hedeau om MomeHma evixoda Ha 003y 4 unu 6 z/cym) u
neperocumocmoio [83-85]. B pexcume 8blcOKUX 003 HEOOXOOUMO KOHMPOAUPOBAMb YPOBEHbL MUMOMAHA™* 8 Kposu
uepe3 2—3 HedesU NOC/le HAYANA Mepanuu.

B cpasHumenvHomM (apmakoxuHemuueckoM UCCIe008AHUU PeXcuM C 8blcOKUMU 003aMu HA cmapme mepanuu
HauanvHelii no38oaun docmuus mepanesuueckozo ouandazoxda eviule 14 mxz/mn 'y Gonvlezo Koauuecmeda nayueHmos.
O0Hako 3mu pe3ynvmamsl He 6bLIU CMAMUCMUYECKU 3HAYUMBIMU U3-3d HEA0CMAmMOUHOU MOWHOCMU UCCNe008aAHUSL.
ITomumo smux 08yx pexumos, cyujecmgyem MHOXECMB0 Opyeux eapuayuil; 8sl00p 3asucum om onsima 8paud,

ocobeHHocmell KauHuueckozo meuerus AKP u cocmosHus nhayuenma. Pekomenoayuu no npumeHeHuio Mumomaua
Kauecmee advlo8aHMHOL mepanuu cm. maxxce 6 IpunoxceHuu A3.

Mumoman™** aensemcs MUNOPUALHBIM JIEKAPCMBEHHBIM CPEACMBOM U, KAK Npednonazaemcs, Jydule 8cacvieéaencs u3
KUWEYHUKA NpU COBMECIMHOM NompedieHul ¢ HUpocodepicawumu npodykmamu, Hanpumep, C MOJIOKOM WU
wokonadom. B cnyuae 02pauueHHOU  H#eny0ouHO-KUWEUHOU mMOoNepaHmHocmu OONXHO 0Oblmb  NpedsloieHO
cumMnmomamuueckoe jeueHue MoutHomol/peomst u/uu ouapeu.

Y ecex nayueHmos, nomyuamwWUx mepanurn Mumomaom™* Heo6X00UMO NpogepsMb €20 JNeKaApCmEeHHble
e3aumodelicmeus ¢ dpysumu npenapamamu (8 uacmuiocmu, u3-3a uHoykyuu uyumoxpoma CYP3A4 nod enusHuem
Mumomana**). Bce conymcmeywoujue nexapcmeda 0omxcHsl 0bimb nposepeHsl Ha npedmem memabonusma CYP3A4 u
3ameHeHbl AJIbMepHAMUBHbIMU, eCU MO 803MOXCHO. MoneKynspHble MexaHusmol 3¢ pekmos mumomana™** do cux nop
usyueHsl HedocmamouHo. Tem He MeHee, U3BECMHO, UMO MUMOMAH™* noewvlluaem IKCNPeccurs neueHouHol
MoHookcuzeHaszsl CYP3A4, memaboausupyioujeli pso neKkapcmeeHHbIX seujecms. B ces3u ¢ amum, éce npenapamel,
KOmopbsle HA3HAUaKwmcs nayueHmy O00HOBPEMEHHO C NpUeMoM Mumomaua™* u/unu Ha GoHe npucymcmeust ez20
KOHYeHmpayuu e Kposu, Oox#Hel Obimb nposepeHsl Ha npedmem memabonusma CYP3A4 u 3ameHeHsl
anbmepHamueHsIMU, eCiu IMo 603MOMCHO [86].

3.2.4. PekomeHayeTcsl NIPYHMMATh MHAMBMAYATbHOE pellleH)e O BO3MOXKHOCTM IpOBeleHMs aIbIOBAaHTHOM
tepanyy AKP y IauueHTOB € HM3KMM/IPOMEXKYTOUYHBIM PMCKOM pelMIVBa/IPOTPECCUPOBAHMS (CM. TaKKe
[punoxenue b Puc.1) [95].
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KommeHnTapuit. Ha cezodHawHutli deHv, nponugepamusHuiii uHdexc Ki67 cuumaemcsi 0OHUM U3 KJIIOUYEBbIX
npeduxmopos peyudusa AKP; nayuenmot ¢ Ki67 <I10% mozym npedcmaesisime co60li nodzpynny nayueHmos c
0MHOCUMeNbHO 60J1ee O1az0NPUSMHBIM NPOZHO30M. B €853U € 3MUM Yy NAYUEHMO08 C HUSKUM/NPOMENCYMOUHBIM PUCKOM
peuyuduea/npozpeccuposarus (I-II cmaduu no ENSAT, RO-pe3exyuouHwsili cmamyc u Ki67 <10%) adsiosanmuas
mepanus MUmomaHom™* moxcem ObiMb UPE3MEPHOL, C YuemoMm B03MOMCHbIX HeMeNaAmelbHblX JIeKAPCMBEeHHbIX
peakyuii. Ha cezo0HsAwHUll OeHb He BaIUOU3UPOBAHO HU 00HO20 KAUHUUECK020, 2UCMONAamono2u4eckozo uiu
MOeKYIAPHO20 Mapkepd, Komopulii 6b1 00CM08ePHO NPedckasviean peakyuio Ha mumomad ** [9].

B Hacmosujee epems npodoiaemcs npocnekmueHoe uccinedosarue ADJUVO 6 omHowleHUu nayueHmos ¢ UHOeKkcom
Ki67 <10%. C yuemom omcymcmeusi 00CmosepHslXx OaHHbIX peuleHue 0 803MOMCHOCMU nposedeHUs adslo8aHMHOU
mepanuu MumomaHom ** y nayueHmos ¢ HU3KuM/npomeicymouHsiM puckom peyuousa/npoepeccuposarust AKP moxcem
6blMb NPUHAMO 8 UHOUBUOYAILHOM NOPsIOKe NPU HAAUYUU PaAKMOPO8 HebNazonpusmHo20 NPO2HO3A.

¢ 3.2.5. PekoMeHayeTcs ManyeHTaM ¢ HeorepabenbHbiM AKP, HalMumeM pacipoCTpaHEHHOTO MeTacTaTUYeCcKoro
mpoiecca TOcae pe3eKiuy MePBUYHON OIyX0ay, GBICTPBIM IMPOrPECCMPOBaHMEM 3a060/e€BaHUsI MPOBOIUTH
IMUTOTOKCUYECKYIO TEPANMI0 IO CXeMe 3TOMO3UA* ™, #IOKCOPYOMUMH™*, #IUCIUIaTMH** (peXuM NpUBEIEH B
tTabmmue 7) - Ha (OHe MPOLOIKAIOLIErocsl NpyeMa MUTOTaHa** exeJHEBHO B J03e, 0becreuuBalolleil ero
conepskaHye B CHIBOPOTKE KPOBU Ha ypoBHe 14-20 MKr/mM 6e3 repepbiBa MeXIY LMKJIAMU XMMUOTEPanuu (cxema
EDP-M) [93].
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e PekomeHpyeTcs MMalyieHTaM C HEBBICOKOJ OITyXO0JeBOJ HAarpyskoil M MeZJIeHHOJ Iporpeccueii pacCMOTPEThb
BOIIPOC O MOHOTepanuMy MUTOTAHOM™* B KOMOMHAUMM C BO3MOXKHBIMM MECTHBIMM IIUTOPEOYKTUBHBIMU WU
PaMONIOTMYECKUMM METOJaMM B KaUeCcTBe IEPBUYHOTO jeueHus (cM. Taxke [Tpunokenne b Puc.2) [8,13,93,95].
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KommeHnTapwuii. I[layuenmot ¢ HeonepabenvHoim AKP, Hanuuuem pacnpocmpaHéHHozo Memacmamuueckozo npoyecca
nocne pesekyuu nepeuuHoll  Onyxoau, OblCMpbIM  NpozpeccuposaHuem 3a00ne8aHust  OOMMCHbL  NOJYYAMb
yumomokcuueckyrw xumuomepanuro (cm. makxce Ipunoxcenue I'l Tabn. 15-17).

B meueHue 0numensHoz0 8pemeHu cuumanocs, umo AKP saensiemcsi cmolikum K cmaHdapmHol yumocmamuueckoll
xumuomepanuu. [87-91].

Cpedu 83pocnbix nauueHmos Haubonee IppexmusHsiM , N0 OAHHBIM PAHOOMU3UPOBAHHO20 uccnedosaHusi FIRM-ACT
(FIRM-ACT ClinicalTrials.gov number, NCT00094497), npusHaHa Kom6uHayus smono3uda** #dokcopyouyuna™** u
AyucnaiamuHa™¥, Ha (poHe NOCMOAHHO020 npuema mumomana™* (cxema EDP-M). Hccnedoearue exawouano 304
nayueHma ¢ pacnpocmpaHeHHsiM eapuarnmom AKP. Tlpu cpaeHeHuu uacmomst omeéema Ha mepanuio EDP-M 6
CPABHEHUU CO CXeMOLl cmpenmo3omoyur+mumoman** (S+M) nokasara docmosepHo 6oJiee 8bICOKAS uacmoma omeema
Ha EDP-M: 23,2% npomuse 9,2% Ha S+M (P<0,001), u 6onbuiee 8pems cmabunuzayuu 3abonesaqus (5 mec npomus 2),

HO He NOKA3AaJ10 3HAYUMbLX pasnuduii 8 obueti ssixcusaemocmu (14,8 mec npomus 12,0) [93].

Tepaneemuueckue onyuu 01 demckoli nonyaayuu nayueHmos ¢ AKP makxie eecoMa 0zpaHuueHsl U 8 UeaoM
cognadaiom ¢ makoesimu 071 e3pocivix [132] /lokazamensHas 6a3a 0CHOBAHA NpeuMyWw,eCmeeHHO HA pe3ynsmamax
uccnedosaHuti ¢ yuacmuem 83pocibslx NayueHmos; ucciedosaqus ¢ yuacmuem demeii eOuHUUHble, XAPAKMEPUIYIOMCS
Mmansim o06semom 8vl00opKU. B uccnedosanuu ¢ yuacmuem 11 demeli ¢ pachpocmpaHeHHbiM AKP noaHwili unu
uacmuuHelli omeem docmuzHym 6 81% cayuaes (9 nayueHmos) npu npumeHeHuu npomokona EDP-M Ha ¢oHe
docmuxceHuss mepanesmuueckoli KoOHyeHmpayuu mumomara™* e kposu [133]. IIpomoxon EDP-M ucnons3yemcs 6
Kauecmee 1 JIUHUU NOAUXUMUOMeEpAnuuU, 8He 3asucumMocmu om eo3pacma nayuerma (cm. Tabn. 7). B kauHuueckoti
npakmuxe sl 83pocisix nayueHmos ¢ AKP Hau6ojiee Uacmo ucnons3yemcs nepeauili pexcum 0o3uposaHust, 8 0emckoli
nonyasyuu — 6mopoti.

Ta6nuna 7. Pe;xuMbl NOIMXMMHUOTEPATINHN, VICIIO/Ib3yeMbIe B KauecTBe 1 muHuy Tepanvu (cxema EDP-M)

KoMnoHeHT Tepanuu Pe)xum no3mpoBaHusa
MepBbiii BapuaHT [93] BTopoii BapuaHT [134, 133]

3tonosna** 100 Mr/M2 B/B B 2-4 cyT 100 Mr/M2 B/B B 5-7 cyT

#[oKcopybULMnH** 40 Mr/M2 B/BB 1 cyT 20 Mr/M2 B/BB 1M1 8cyr

#Uncnnatnn** 40 Mr/M2 B/BB 3 14 cyT 40 Mr/M2 B/BB11n9cyr

MuToTaH** exefHeBHO B f103e, obecneymBatoLleli ero cogepxxaHne B CbIBOPOTKE KPOBU Ha ypoBHe 14-20 Mk
M 6e3 nepepbiBa MeXAY LMKIaMU XUMUOTEPannm

Kypc xuMmnoTepanuu nosTopseTcsa Kaxzable 28 aHeW

e 3.2.6. PexoMeHayeTCs MalyeHTaM C pacipocTtpaHeHHbIM AKP B KayecTBe Tepanuyu 2 JIMHUM KOMOMHALIMS

#remuutabuHa™* 1 GTOPIUPUMUAVHOB (#DTOpypaumwnr™* uam #kanenutabuH**) — Ha HOHEe MPOJOKAIOIETrOCs



npueMa MUTOTaHa™* eXXeTHEBHO B 03e, 06eCIeunBaloliel ero cofepskaHue B CbBIBOPOTKe KPOBYM Ha ypoBHe 14-20
MKTI//IM 6e3 IepepbiBa MeXIY UMKIAMU XUMUOTeparnuu [94].
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KommeHTapuii. Pexcumsl xumuomepanuu, npumeHsieMvle 60 2 NUHUU JNedeHUust pacnpocmpaHeHHoz0 paka Kopbl
HaonoueuHukos npedcmasneHsi 8 Tabn. 8 [94].

Ta6Jmua 8. Pexxumbl NnNoJIMXMMNoTepannu, UCIo/jib3yemMsbi€ B KaueCTBe 2 TMHUU Tepanun

KoMnoHeHT Tepanuu MepBblit BapuaHT BTopoit BapuaHT
#CeMunTabuH** 800 Mr/M2 B/B 1, 8 AHM Kaxable 21 AeHb 800 Mr/M2 B/B 1, 8 AHM Kaxable 21 AeHb
#DOTOpypauun** 200 Mr/M2 B/B eXeaHEBHO no

nporpeccmpoBaHus 3abonesaHuns

#KaneuntabuH** 1500 Mr/cyT BHYTPb exeaHeBHO 1
nporpeccvpoBaHus 3abonesaHus

MuToTaH** eXefHeBHO B 03e, obecrneymBatoleli ero cogepxaHne B CbiIBOPOTKE KPOBM Ha ypoBHe 14-20 Mk
M 6e3 nepepbiBa MEXAY LMKIaMU XUMUOTEpannm

e 3.2.7. PekOMeHAyeTCsl NPUHATb MHAVBULYAIbHOE DelleH)e O BO3MOXXHOCTM IPOBENEeHMS MONMXMMOTepanumu
AKP B amblOBaHTHOM peXuMe y TalMeHTOB C BBICOKMM PUCKOM pelyIVBa/NIPOrPecCUpPOBaHMsT (CM. TaKKe
[Mpunoxenune b Puc.1) [8,13].
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KommeHTapwuii. PymuHHoe nposedeHue yumomokcuieckoli noauxumomepanuu He 4eaecoo0pasHo, ¢ yueimom pucKkos
HexceJIamesibHblX IeEKAPCMBEHHBIX PeaKyull.

Ha cezo0Hawnuli OeHv, OaHHble 06 UCNONB308AHUU UYUMOMOKCUUECKUX Npenapamos 8 adslo8aHmMHOM pexcume
ozpaHuueHsl. Tem He MeHee, OoNbUUHCINBO IKchepmos Esponetickozo o6uecmea sandokpuHonozos (European Society of
Endocrinology) u ENSAT o00o6psiiom uHOusudyanvHoe peuleHue 80npoca 0 B03MOXCHOCMU NnposedeHUs
noauxumomepanuu AKP 6 adsl08aHMHOM pexcume Y NAYUEHMO8 C B8bICOKUM PUCKOM peyudusa/npozpeccuposamus
(Hanpumep, Ki67> 30%, onyxonesuili mpom6 8 HudcHell nosioti seHe unu R1-pesexyus).

ITayuenmst ¢ R2-pe3eKYUOHHBIM CMamycom O00JIHHbl pACCMampusamscs Kaxk nayueHmst ¢ pacnpocmpavedHsim AKP
(cm paso. 5.3.1 u Ipunoxcerue B Puc.2).

3.3. UHoe n1euenue

3.3.1. IucTaHIIMOHHAa JIyueBasi Tepanus

e 3.3.1.1. lucmanyuoxHas nyueeas mepanus (JIT) sensemcs memodom 6vl00opa Ons NAAAUAMUBHOL mepanuu npu
memacmasax AKP 6 kocmu u UeHmMpaivHyl0 HepeHyw cucmemy. PekomeHndyemcs nayueHmam ¢ KOCMHbIMU
Mmemacmaszamu AKP pewums 80npoc 0 hposedeHuu naiiuamueHoll iyuesoli mepanuu ¢ yeavlo ymeHvuleHus: 60716020
CuHopoma. Jlyuesas mepanusi Moxem npo8oodumuscs pasiuuHsIMU PeXUMamu (pakyuoHuposarus — 24Ip 3a 6
@pakyuii 3a 2 Hedenu, 30Ip 3a 10 ¢paxyuti 3a 2 Hedenu, 8Ip 3a 1 ¢ppaxyuio [8].
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KommeHnTapwuii. InumensHoe epemsi AKP cuumasncs paduoHeuyscmeumensHoli onyxonsio. B Hacmosujee spems
usgecmuo, umo JIT sienissemcs memooom esl6opa Ons naniuamueHoll mepanuu npu memacmasax AKP 8 kocmu u
yeHmpansHyw HepgHyro cucmemy (30-40 Ipeii). Hccnedyromcs 603moxcHocmu KoH@popmHotil syuesoli mepanuu ¢ 3D-
NAaHUpoBKoll Kak npu HepesekmabenvHulx (opmax 3abosieeanus, mak u 6 Kauecmee OONOJHUMENbHO20 Memooa
MecmHozo 803deticmaus nociie HepaouKanbHO20 XUpypeuueckozo JieueHusl.

ok

e 3.3.1.2. [UIT moxcem npumeHsmscsi 6 OONOJHeHUe K mepanuu MumomaHom™* Ha uHousudyanvHoli ocHoge y
nayuenmos nocie R1 pesexyuu. Pekomendyemca nayueHmam ¢ JOKAIU308aHHOI cmadueii adpeHOKOPMUKAIbHO20
paka nocie 6vlNOJIHEHUs XUPYP2UUECKO20 SMEUIamebCmed Npu HAAu4uu NPu3Hako8 8bICOK020 PUCKA JIOKAJIbHO20
peyudusa (nonoxcumenvHole Kpas pe3eKyul) peuiums 6onpoc o npogedeHuu OUCMAHYUoHHOU 3D -KoHGOpMHOTI
JIyueeoli mepanuu Ha joxce YOAnEHHOU onyxonu 8 dononHeHue K mepanuu mumomanom™* 3D-koHpopmHuas nyuesas

mepanus Ha Jioxce onyxoau hposodumcst PO 2I'p do COZ 50-60Ip 5 pa3 e Hedento [95-99).
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¢ PexomeHndyemcsi nayueHmam ¢ npoepeccupyiowum unu peyudusupyroujum meveHuem AKP 6 dononHeHue K
Xupypauueckum sMewamenscmeam peulums 60npoc 0 hposedeHuu J0KAIbHOU JIyuesoli mepanuu Ha 061acms onyxou
(8 3asucumocmu 0m nNpozHOCMUUEeCKUx akmopos, JIOKanIu3ayuu onyxonu, npednoumetuti nayueuma) [95-99].
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Kommenmapuii. Ilo OauubeimM  aumepamypel, npumeHenue [IJJIT cnocobHo npedomepamuims MeCmHoOe
peyudusuposamue, HO He 0KA3blB8aem 3HAUUMEIbHO20 BAUSHUS HA PUCK 0MOAeHH020 Memacmasuposanust u oowyio
sblicusaemocmoy [95-97]. MzeecmHo, umo umeHHO omaoaieHHvle Mmemacmassl seasiomcs npuuuroti 40-60% peyudusos
AKP u oxassleaiom 3HauumesibHoe 8JUSHUE HA NPO2HO3 nayueHma, u ux mpyotee agppekmugHo neuums. Tem He MeHee,
npouIaKMuUKa OC/I0MCHEHULl, 8bI36AHHBIX MECMHbIMU peyudusamu, ceudemesibcmeyem 6 noJivb3y Jyuesoli mepanuu.
Adsiosanmnas IVIT moxcem 6vimb 0c06EHHO Uesieco00pastoli y nayueHmos ¢ pezexyueti R1.

Kombunayus nyuesoli mepanuu u mMumomaa™* 6uonozuuecku o060cHosana [98, 99] u 803MoxHa, HO Moxem Oblmb
cesasana ¢ 6Goavuieli moxcuuHocmeio. Hedonycmuma omcpouka mepanuu MumomaHom™* u/unu cucmemHoii
xumuomepanuu u3-3a nposederus JJIT.

Bbicokuli puck uHmpaonepayuoHHHoU onyxonesoti ducceMUHayuu He s6semcsi nokasaxuem Kk nposedexuro JIT.

Inumenstoe 8pems AKP cuumasncs paduorneuyscmaumesivHotl onyxosvto. Ilo daHHbsIM aumepamypot, hpumerexue JJJIT
CnocobHo npedomepamums MecmHoe peyudusuposaHue, HO He O0KA3bleaem 3HAUUMENbHO20 6JIUSHUSL HA PUCK
0MOaNeHH020 MeMacmasuposamus u 00wy svixusaemocms [95-97].

Komb6unayus nyuyesoli mepanuu u mumomaa™** 6uonozuuecku 060cHosana [98, 99] u 803moxHa, HO Moxem Oblmb
ces3aHa ¢ Oonvweli moxcuuHocmelo. Hedonycmuma omcpouka mepanuu MUmomaHom™* u/unu cucmemHotl
xumuomepanuu u3-3a nhposedexust JIT.

Boicokuii puck uHmpaonepayuoHHHoL 0nyxoseaoti QucceMuHayuu He s181semcs nokasavuem K npogedexuto JIJIT.
3.3.2. 3amecTUTeIbHAS TEpANUs HAAMOYEYHMKOBOI HEOCTAaTOYHOCTHY MPU JIeYeHUY MUTOTAHOM **

3.3.2.1. PekoMeHAyeTCS BCEM TMallMeHTaM, MOMYJYAIOUM Teparmio MUTOTAHOM™ ¥, ITPOBOAUTD 3aMeCTUTETbHYIO
Tepamnuio HaJIIOUeYHNKOBOJ HEZOCTATOYHOCTM. B CIyyae rumepropTUIM3Ma HEOOXOAVMOCTb MPOBeAEeHUS
3aMeCTUTENbHON Tepanuy [O/DKHA OOCYKAATbCsl MHAMBMIYaNIbHO. ONTMMAaIbHBIMM IIperapaTaMu SIBJSIIOTCS
ITUIIPOKOPTU30H* . Ilpyem MuTOoTaHA™* NPUBOOUT K MHOYKUMM II€UEHOYHOTO KIMpPEHCa CTepOMIOB U
TIOBBILIEHNIO YPOBHSI KOPTM30/I-CBSI3BIBAIOLIETO TVIOOYJIMHA B KPOBM, B CBSI3M C 3TUM HeOOXOOUMMO MMUHUMYM
JIBYKpaTHOe yBelIn4YeHye CTaHIapTHO JO3bl 3aMeCTUTEeIbHOM Tepanuy HafI0YeYHMKOBOM HelOCTaTOYHOCTY [83-
85,93, 131].

sk
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KoMmmeHTapwuii. 3amecmumensHylo mepanuio HaonoueuHuxosoli HedocmamouHocmu, 00YCN08/IeHHOU npuemom
MUmMomaHa**, Kax npasuno, HA4UHAKM ¢ nepeozo OHs e20 npumeHeHus.. HauGonee pacnpocmpareHnHoli cmpamezueti
A871emcs. cmapm mepanuu ¢ UCN0J1b308AHUEM NOJIHOU 3amecmumesibHol 003bl 271I0KOKOpMUKoudos, kKomopas 00JxcHda,
KaK MUHUMYM, 8 08a pasa npesvlulams cmaHdapmuyro (cm. makxce paso. 3.2.2). AnvmepHamueHas cmpamezus
cocmoum 6 moM, umo0Osl Hauams 3amMecmumesbHyl0 mepanuw 8 pedyyuposanHoli doze - 20 me/cym
2udpoKopmu3oHa™* ¢ nocmeneHHoli Ickanayueii 8 meueHue HecKoabKUX Hedesb. CymmapHas 0o3a 2udpoKopmu3oHa™*
00b1uHO cocmassiem 50 Mz/cym, 00HAKO HEKOMOPbIM nayueHmam mpebyrmcs cymoutsie 003st 0o 100 me.

He cywecmeyem HadexH020 1a6opamopHozo mapkepa 0ns onpedesieHus ONMUMANbHOLU 003bl 2UOPOKOPMU3OHA.
AdekgamHocmb 3amecmumensHoli mepanuu Ha0noueuHUKo8oill HedocmamouHocmu Ha GoHe mepanuu MUmMomaHom**
OONHCHA OCHOBBIBAMBCA HA NApaAMempax KAUHUUECKOL KapmuHsl, MAKux KAk apmepuanvHoe OdsjeHue, NYyJsc,
annemum, mowHoma/peoma, OUHAMUKA MdAcCCbl mead. B Kauecmee 6cnomozamesnvHvlX OUOMAPKepos, NOMUMO
KJAUHUYECKOU KapmuHosl, Mo2ym yuumeteamecs konyenmpayuu AKTI u kanus kposu.

IIpu npucoeduHeHuUu UHMePKYPPEHMHbIX 3a00nesaHuli, cmpecce (ncuxonozuieckue Uil msxcensle @uauieckue
Hazpy3Ku) Heo6xo0uMo yseauuusams 003y eaoKokopmukoudos 6 1.5-3 pasa Ha epems ocmpoli ¢assl 3a60/1e6aHUS UTU
MomeHm g8o3deticmaus cmpecca. B danvhetiwem yenecoobpaseH 8038pam K 00biUHOL 3amecmumensHoli do3e, Komopyr
nayueHm npuHuman 0o 60se3HU. B ciyuae He803MOMHOCMU NePOPANbHO20 NPUeMa 2iKOKOPpMuUKoudos no Jio0sim
NpUUUHAM, B03HUKHOBEHUS JH00bIX OCMPBIX COCMOAHULI He06X00UM nepexod HA NApeHMepansHulli Nyms ux 66edeHusl.
OnmumaivHslM Npenapamom makxice A87semcs 2u0poKOPMuU30H **

Y Hexomopwix nayueHmos, noayuaowux mumomar™*, mozym Habno0amecs CUMNMOMbL MUHEPANKOPMUKOUOHOL
HedocmamouHocmu  (2unepkaiuemus, 2uUnoHampuemusi, 2unomoHus, c1abocms), HeCMOMps. HA NPUMeHeHue
27II0KOKOPMUKOUA08 8 NoaHoL 3amecmumesivHoli do3e. B amom ciyuae Heobxodumo pewums 60onpoc 0 006asneHuU K
mepanuu ¢ayopokopmu3ox**a, ¢ yuemom KAUHUYECKOU KAPMUHBL, YPOBHS INEKMPOSUMO8 U PeHUHa/akmueHocmu
peHuHa naasmol. [9].

3.3.3. AHTUpe30pOTUBHAA Tepanus

3.3.3.1. PekomeHgyeTcs naiyieHTaM ¢ AKP 1 KOCTHBIMM MeTacTa3aMy ITPOBOIUTh aHTUPE30POTUBHYIO TEPAITUIO
[8,13].
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KommenTtapuit. Memacmasst 8 kocmu y nayueHmos ¢ AKP accoyuuposansl ¢ HU3KUM KAUECMBOM MCU3HU U3-3d
60n1e8020 cuHOpoma, 6 Makdie C B03HUKHOBEHUEM NAMmoJI02UdecKUx nepeiomos, KOMNpeccuu CnuHHoz0 Mo32d U
2unepkanvyuemuu. B xode HeckonvKux paHooMusuposaHMsix uccinedosaruil III ¢asst Obl10 NOKA3aHo, umo umo
UHzubumopsl KocmHoli pezopOyuu, makue Kaxk Oucgoconamst u deHocymad™* aggekmueHsl y nayueHmos c
Memacmasamu 8 Kocmu npu nepeuuHblx 3710KauecneeHHslX H08000pA308aHULl MOJIOUHOLL KHcene3bl, npedcmamensHoll
Heenesol, nezkux. JocmamouHslx 0aHHslX Onsl nayueHmos ¢ AKP & Hacmosiujee 8pemst Hem. OOHAKO, 0CHOBbIBASICH HA
amux pe3ynbmamax, jeueHue NayueHmos ¢ KOCMHyIMU Memacmasamu Jio6slx pakos ¢ NOMOwbl0 aHMupe30pomueHoLi
mepanuu cmano obwenpuxamoii npakmuxoii. IToomomy y nayuenmos ¢ AKP u KocmHuiMu Memacmasamu
yenecoobpasto HasHauams GucocoHamo! 8 euedHsIX A03ax 8 couemaHuu ¢ nompebaeHuem Kaavyus u sumamuHa D.

Y nayuenmos ¢ AKP u 2unepkopmuyu3mom ommeueH NO8blUEeHHbII PUCK 21I0KOPMUKOUOHO20 0Ccmeonopo3a u
0CMeonopomu4eckux nepeaomos. Imoti epynne nayueHmos yeiecooopasHo nposedeHue aHmupe3opomueHoli mepanuu
C UCNONb308AHUEM <«AHMUOCMEONOPOo3HbIX 003» 6ucocorHamos uiu derocymaba™™ TIOCKONBKY pUCK hepesomos
ObicMpO CHUMCAEMCS NOCe HOPMANU3AYUU YPOB8HS KOPMU30aa 8 Kposeu, NpoooJideHUe aHmuocmeonopomuuecKol
mepanuu 00sIYHO He mpe6yemcst nocie KynuposaHus 2unepKkopmuyuama.

3.3.4. KoHTpauemnuus

3.3.4.1. PexkomeHAyeTcs TaLMEHTKaM pENpOLYKTMBHOIO BO3pacTa, IOJYyYalOIIMM LUTOTOKCUYECKYIO
XUMUOTEPATUIO VI/UJIU TEPATIUIO MUTOTAaHOM** om0o06paTh 3¢ heKTHBHbIE METOAbI KOHTpatenuyy [100-101].
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KommenTapmii. L[umomokcuueckas Xumuomepanuu u mepanus MUMomanom ** accoyuuposaHsi ¢ NOMeHYUaIbHoLMU
mepamozeHHbIMU IPexmamu, 8 CeA3U C ueM HAcmynjeHue GepeMeHHOCMU HA (OoHe NPUMEHEHUs IMux Memodos
JledeHuss npomueonokasaxo. IIna npedomepauieHus HACMYNJIEHUS HeXCeNamesbHoll GepeMeHHOCMU NayueHmKam
penpooykmueHozo 803pacma yenecoodpasHo npumeHeHue 3gexmusHsix Memodos8 KoHmpayenyuu (CM makice paso.
5.4).

Ha cezoonsiwHuii deHs uzeecmo, umo kaemxu AKP Mozym akcnpeccuposams 3cmpozeHossie peyenmopsl. Kpome moeo,
8 OOKJIUHUYECKUX UCCe008aHUSX ObLI0 NOKA3AHO, YMO ICMPO2EeHbl MO2ym CuMyauposams npozpeccuposarue AKP 3a
cuem nepekpecmHsix 83aumodeticmsuil ¢ CUZHANbHBIMU NYMAMU UHCYAUHON0006HO020 hakmopa pocma (IGF, insulin-
like growth factor). B cea3u ¢ 3mum npednoumeHue ciedyem o0moasams He CO0epHAUUM ICMPO2EHbI
KOHmMpayenmueHslM npenapamam u 6apeepHsim memodam koHmpayenyuu [100, 101].

IuetoTepanus u 06e3601MBaHMe He TPUMEHSIOTCS.



4. PeaOuanuranus

e 4.1. PekKOMeHAYeTCSI TPOBOOUTh peadbwiuTanuio mnainyeHToB ¢ AKP, opueHTUpysSch Ha OOIIye TPWHIIUIIBI
peabuwInTalMM TAIMEeHTOB IOC/Ie TIPOBENEHHBIX XUPYPrUUYeCKUX BMENIATeNbCTB U/WIN XUMMOTEpAIuu.
PeabuimTaiusl MalyeHTOB, OMEPUPOBAHHBIX I10 ITOBOMY TOPMOHAIbHO-aKTUBHOM OMYXOM, AO/DKHA BKIIIOUATh
MPOPWIAKTUKY HAITIOU€YHMKOBOI HEIOCTATOYHOCTH B TIOCJIEOTIEPalIMIOHHOM Tepuoge [13, 19, 24].
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5. IIpodunakTuka

5.1. ITpodpunakTura AKP
[MepBuyHas npodmnakTuka AKP OTCyTCTBYIOT.

Bropuunas mnpodunakTuka mporpeccupoBanus AKP 3akiiouaeTcs B HajJeXallleM JIeUEHUM U PeryaspHOM
006c/IeOBaHUY TIAIMEHTOB B MTOJIHOM 06beMe (CM. pasi. 3 u 5.2).

5.2. lTocneonepaloHHOe HaGaI0AeHNe HanueHToB ¢ AKP

5.2.1. Bcem manuenTam ¢ AKP pekomMeHIyeTcsT peryasipHoe o6ciiefioBanne, Briwovaonee (1) Busyanusupyioiiue
MCC/IeI0BAHMSI OPTaHOB OPIOINTHOM IOOCTM, MAJIOTO Tasa, TPYAHON KaeTKu, (2) JabopaTopHble MCCAeT0BaHMUS
TOPMOHAJIbHOM OIYXO/IEeBOV ceKpeluyu. B TeueHue MepBbIX 2-X JIeT OT MOMEHTAa ITIOCTAaHOBKM [AyarHosa Iocie
PaiVKaIbHOTO XMPYPIUUECKOTO JIeueHusT 06CIeIoBaHMe MPOBOASIT He pexke 1 pasa B 2-3 Mecslia, gajiee — He pexe
1 pasa B 3 — 6 MecsleB B TeueHue MOCAemylomux 3x JyeT. [Tocie 5-tu jiet 6espennauBHOro Teuenus AKP
MHTEPBAIbl MOTYT ObITh yBelIMYeHbI A0 6-12 MecsieB. B ciyuae pacmpocTpaHeHHOro/mporpeccupytomniero AKP
penieHne 06 ONTUMAJIBHON MEPUOAUYHOCTM OO6C/IeNOBAHMUS MPUHMMAETCS MHIMBUAYATbHO; KaK MPaBUIO, OHO
IpOBOIMTCS He pexxe 1 pasa B 2-3 mecsina [1, 8, 9] (cm Taxke [Ipunoxenne b Puc 1. U Puc. 2).
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KommeHTapwmii. PezynspHoe cmaduposaHue onyxonegozo npoyecca 8 QuHamuke HeOOXOIMMO [JiSi CBOEBPEMEHHOI
KOPPEKINY JieueOHOU Makmuku U NpozHO3Upo8aHus meueHus 3adonesanus.. OnpedeneHue pacnpocmpaHeHHOCMU
ONyXo071e6020 Npoyecca — BblsIBNEHUSl JIOKO-PE2UOHAPHO20 peyudusa uiu omoaieHH020 Memacmasuposaquss —
npogodumcs Ha ocHosaHuu KT nezkux, KT unu MPT 20108H020 Mo032a u OprowHol nonrocmu, cyuumuzpaguu u MPT
kocmelti, 18@AT-TIST/KT. [lo Hacmosiujezo 8pemeHU Hem 0nyOAUKOBAHHbBIX UCCIEA08AHULI, NOCBAUEHHBIX ONMUMANBHOL
nepuoduuHocmu o6cnedosanuss npu AKP. B ¢853u ¢ 3mum pekoMeHOAyuu OCHOB8AHbl HA MHEHUU 3IKCnepmos
Eeponelickozo o6wecmea sHdokpuHonozos (European Society of Endocrinology) u ENSAT.

Bcem nayuenmam ¢ AKP nokasaHo pezysisipHoe nposedeHue J1abopamopHsix mecmos st onpedesieHust 20pMOHANILHOL
onyxoneeoll cekpeyuu, umo cnocob6cmeyem paHHeMmy 6blSIBJEHUND peyudusd/npozpeccuposanus 3abosiesaHusl.
QOuesudHo, umo GuoxuMuueckoil oyeHke, 8 nepsyrw ouepeds, NOONEHAM CMepPoUOHble 20PMOHBL U/UNU Memaboaumel,
KOmopbsle NpUCymcmeosanu 80 8pems OUazHOCMuUKU UCXo0Hoti onyxonu. Tem He meHee, psad IKCnepmos yenecoobpasHo
OyeHUBamp 8ecb CmepoudHslii cnekxmp Kopbl HAONOUEUHUKO8, MAak Kaxk Hekomopwvle AKP mozym ¢ meueHuem 8pemeHuU
U3MEHAMb (PYHKYUOHANBHYIO AKMUGHOCMD [9].

5.2.2. Bcem manyenTtam ¢ AKP, monyJaromyuM Tepanuio MUTOTAHOM **, peKOMEeHAYETCsI PeTyIsIpHOe OIpe/iesieHye
KOHIIEHTpaluy MUTOTaHa** B KpoBM. 1leseBoii Auana3oH KOHIIEHTpalMy MUTOTaHa™** B KpoBU cocTasisieT 14 — 20
mkr/mia [8, 83, 102, 103] (cm. Takke [Ipunokenue A3).
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KommeHTapwmii. Y3kuii mepanesmuueckuii Ouanda3oH mumomaHa** o0ycnoenueaem Heob6xo0umocme
pezyIipHO20 MOHUMOPUPOBAHUSL €20 KOHUeHmpauuu é niasme Kpoeu. OnpedeieHue ypoeHss mumomana** e
niasme onmMuMaasHO NPoeodums 6 ympeHHUe Ydacel 4epe3, no KpaiiHeii mepe, 12 uacoe om MomeHma
nocnednezo ezo npuema.

Ha cmapme unu npu 60300HO6JIeHUU Mepanuu mumomaxHom™*, 0o mex nop, noka ezo KOHUeHmMpauus He
docmuezna yeneeozo ypoeHsa > 14 mxrz/ma, cnedyem npoeodums moHumopuposaHue He pexce 1 pasza e 3-4
Hedenu; 6 dasnbHeliulem nocie 0oCMuiceHUs U CMAbGUIbHO2Z0 COXPAHEeHUs mepanesmuuecKkoii KOHyeHmpayuu 6
Kpoeu 00CmamouHo usmepsimes ypoeeHb Mumoman** 6 naasme kaxcoote 4—12 Hedeo.

Ha cmapme unu npu 60306H06/1eHUU Mepanuu Mumomanom™*, 0o mex nop, noka ezo KoHuenmpayus <14 mxe/
MJ1, Uesecoo6pasHo npoeodums nocineneHHyl0 ICKAIAUUI0 CYyMOUHOLi 003bl NPU HOPMAILHOL NepeHocuMocmu
do docmuiceHus mepanesmuueckozo duanasona. Ipu nod6ope onmumanvHoii 0036l Mumomauna™* Heo6xoo0uUMo
ydumeléame 0coOGeHHOCMU €20 (hapmakoKuHemuku, 6 HUACIMHOCINU, BbICOKYH  JIUNOPUIBLHOCND,
obycnoenuearouiyio 0enoHUpPOBaHuUe 8 HCUPOBOLi MKAHU U MedleHHOe 8bIc6000)0eHle 6 KPOBb 8 OabHeliuleM.

Bonvuwiuncmeo nayueHmos ommeudem me wiu uHble No6ouHwvle IpPekmvl mumomana*~, esvipaj;ceHHOCMb
KOmopbuIx Koppenupyem, Kak npasuwio, ¢ e2o0 KoHueHmpauueti 6 Kpoeu (cm. maksice pasod. 3.2.2 u maoén. 6). Tem
He MeHee, HeKomopble Xcey0OUHO-KUlleuHble NOOOUHble Idekmbl (Inakue Kak ouapes), no-eudumomy, 6
6onbuleli cmeneHu Koppeaupyom ¢ nepopaibHoii 003upoeKoli, uem ¢ ypoeHeM 8 nNiasme, U 6cmpeuaronca uauie
6 Hauane neueHus [8, 83, 83, 102, 103]. HexcenamenvHole s6/eHUs HEGPOJI02UYECKO20 Xapakimepa uauje
803HUKAIOM Npu npeesiuleHUU KoHyenmpayuu 20 mxe/ma [76-78]. Iloamomy mHo2ue IKcnepmsl peKOMeHOYIom



noddepsicueams KoHUeHmMpauuio 8 naasme Hice 20 mMxz/mia. O0HAKo ecine OaHHble 0 IMOM, YUMo GoJiee BbICOKUE
YPOGHU mumomaHa** 6 niazme makce mMozym Ovimb C6s13aHbl ¢ 00Jee 8blCOKOLI IPdekmusHocmoro. Kpome
mozo, HeKomMopvle NAyUeHmMbsl He UCNbIMbIEAION COO0MEEMCMaYIUjUX HeXcelamebvHbIX feleHull daxce npu
YPOGHSAX 8 niasme 3HauumesvbHo eviuie 20 mKz/mi.

5.2.3. Bcem manueHtam c AKP, mnomydaromuM Tepanuio MMUTOTaHOM PeKOMeHIyeTCs peryJsipHoe
o6ceoBaHKe Ha MpeaMeT HeskelaTeNIbHbIX SIBJIEHMIA, ¥ CBOeBpeMeHHOe UX JiedeHue [76-78].
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KommeHnTapuit. ITomumo HaodnoueyHukoeoii HedocmamouHocmu Mumomanom**
€conpoeoxc0amscsi MHOMCECINBOM NOMEHUUANLHBIX He}celamebHbIX s16J1eHUli (cM makyce pas3o. 3.2.2 u ma6a.
6). (Ta6n. 2). Bcem nauuenmam ¢ AKP, nonyuarnowjum mepanuro MumomaHom** Heo6Xo00UMO npoeooums
pezynapHoe o6cnedosanue Ha npedmem HexcenamenvHolx seaenuli (Taon. 8). BayxcHocmb céoeépemMeHHO20 UX

8bls16J1eHUA U KyNnupoeaHus ouesudHa [9].

JieueHue Moxcem

Ta6nuna 9. 06beM perysipHOro 06c/iefoBanys Ha (oHe Tepanmuy MUTOTAHOM** [9, C UBMEHEHUSIMU]

WUccnepoBaHue YacroTa o6cnepoBaHus KOMMeHTapVIVI

Onpepenexne KOHLEHTpaLuW MUTOTaHa** B 1 pa3 B 3-4 Hegenn [0 [JOCTUXKEHUS
rnnasme Kposu TepaneBTUYECKOro AnanasoHa; 1 pas B 4-12
Mecsua Ha oHe AOCTMXKEHMS M cTabuabHOro
COXpaHEeHUs! KOHLEHTpauuum MuToTaHa** B
LienesoM AnanasoHe

TepaneBTUYECKWII AMana3oH KOHLEHTpauuu MUTOTaHa** B KpOE
14 - 20 Mkr/mn

O6Wwit (KIMHUYECKUIA) aHanu3 KpoBu

1 pa3s B 3-4 Hesenu Ha cTapTe Tepanuu,
nanee 1 pas B 4-8 Hepenb

Heobxoanumo MOHUTOpUpPOBaHUE penkux, HO noTeHuuanbk
BO3MOXHbIX HexXenaTtenbHbIX ﬂBﬂeHl’Ile, Taknx Kak: NeikoneHu
TpOM6OLll/ITOI'IeHVIﬂ, aHemusa

AHanuz KpoBM 6MOXUMUYECKUI
obuweTepanesTudeckuii: AT, ACT, [TTM,
LesioyHas occaTasa, KpeaTUHWH,

MOYeBUWHaA, Kanuu, HaTpuii, Xxnopuabl, obwmi
6enok, obwmit 6UNMpybuH, rnokosa

1 pa3 B 3-4 Hegenu Ha cTapTe Tepanuwu,
panee 1 pas B 4-8 Hepenb

Heob6x0AMMO ~ MOHUTOPUpOBAHWE  MOTEHLMANbHO  BO3MOXHbI
OC/IOXXHEHWIN OT 6eCCMNTOMHOrO MOBbIWEHUA TpaHCaMWHa3 u/ur
[TTMN [0 ayTOMMMYHHOrO/TOKCMYECKOro remnatuta (MoBblleHy
neyeHoUHbIX (epMeHTOB 6osiee 5N MOBbIWAET PUCK MOPaXKeEHV
neyeHn n TpebyeT OTMeHbl MUTOTaHa**)

AHanuM3 KpoOBM MO OLEHKe HapyLlleHun 1 pa3 B 3-4 Hegenu Ha cTapTe Tepanuwu, HeobxoAMMO  MOHWTOPWPOBaHME  MOTEHUWANbHO  BO3MOXHb
nunuaHoro obMeHa BUOXMMUYECKUI: panee 1 pas B 4-8 Heaenb rmnepxonectepuHeMmnn, AMCIMNUAEMnNN, UX eyeHune
XonecrepuH obwui, nnsen, NnNHN,

TpUrnnuuepuabl

WccneposaHue ypOBHS TUPEOTPOMHOro 1 pa3 B 4-8 Hepenb HeobxoAMMO  MOHWUTOPUPOBaHWE  MOTEHUMANbHO  BO3MOXHOI

ropmoHa (TTl) B KpoOBW, WuCCnefoBaHWe
YyPOBHS CBO60AHOro TUpPOKCMHa (cB.  T4)
CbIBOPOTKM KPOBY

BTOPUYHOro rvunoTupeosa, npoeseaeHve 3aMecTUTeNbHOWM Tepanv
NeBOTUPOKCUHOM HaATpus

VccneposaHue YPOBHS
aApeHOKOPTUKOTPOMHOIO rOPMOHa B KPOBU

1 pa3s B 3-4 Heaenvn MoHuTOpUpoBaHMe NabopaTopHbIX MapKepos, AOMONHUTENbE
UCMONMb3YEMbIX AN OUEHKU aAeKBaTHOCTU  3aMEeCTUTENbHC

Tepanuu rﬂlOKOpTVIKOpTMKOMﬂ,HOﬁ HeAOoCTaTOYHOCTU

WccnepoBaHne ypoBHS peHWHa B KpoBu /
Onpenenexne PEHVNHOBOA aKTUBHOCTMN
nnasMbl KPOBU

1 pa3 B 3-6 mMecsiueB unam no notpebHocTn MoHuTOpUpoBaHue 6UOXMMUYECKOro Mapkepa,
Hapsiay c KJIMHNYECKOiA KapTUHOM ans

MI/IHepa}'IKODTI/IKOI/I,ELHOﬁ HEeAO0CTaTO4YHOCTU

MCMosb3yemor
BbISIB/IEHY

ViccnepoBaHue ypoBHs 06LEro TeCTOCTEPOHa
W uccnefoBaHWe  ypOBHS  ro6ynuvHa,
CBSI3bIBAIOLLErO MOJI0BLIE FOPMOHbI, B KPOBU

1 pa3 B 3-6 MecsiLeB 1AM No NoTpe6HoOCTH
(B aabIOBAHTHOM pexume)

BbisBneHune na6opaT0pr|>< MapkepoB rmnoroHagusma, ng
HaNn4mMm KANHUYECKON KapTWHbI MOKa3aHO pelleHne Bonpoca
3aMecTUTeNnbHOWM Tepanun

%*

JKenydouno-kuuueuHole no6ouHsle 3pekmosl HepedKU, 0COOEHHO 8 Nepebvle MecAUbl Mmepanuu MumMomaHom™
Ioddeprcusarowan mepanusa 00/ICHA 6KAIOUAINb NPOMUBOPEOMHble U npomueoduapeiiHvle npenapamst, eciu
Heo0xod0umo. Cnedyem nomMHuine, 4mo MmMouwiHoma/peoma maxce mozym 6viins npusHakamu Ha0nNo4eUHUK0Boli
HedocmamouHocmu, Komopas mpe6yein He3ameoNUMeNbHO20 JieueHus. BaxcHo ommemumes, 4mo KiouessiM
¢akmopom, enusroujum Ha docmuiceHuUs mepanesmuueckozo OuanazoHa Mumomana** e naasme, aejaencs
UMEHHO NepPeHOCUMOCb mepanuu.

B cnyuae paseumus ymepeHHbIX NOOOUHBIX 3hheKmoe co cmopoHsl yeHmMpansHoli HepeHoii cucmemsl unu JXKT
003y mMumomana** cnedyem cHuzume Ha 0.5-1 z/cym u npogecmu coomeemcimeylujee cumMnimomamu4yeckoe
JieueHue. B ciyuae cepve3nbix, HO He HCU3HeY20POXCAOUUX NOGOUHBIX I hekmos co cmoponst ITHC unu n110661x
JHcU3Heyzposcanuwux no6GoUHsIX Ihhekmos u / unu nossiuleHUs: ypoeHs epmeHMos neueHu > 8 5 pas, Kpome
ITTII, Heo6x00uMoO 6peMeHHO npeKpamume npueM MUmMoOmMaHa** u npoeecmu coomeemcmayrwujee
cumMnmomamuueckoe JjeueHue. Bo3o6HoeeHUe npuema mumomauna** e pedyyupoeanHoii dosze (50-75% om
nocneoHeii 003bl) 603MONCHO NOCIE KyNnuUpoeaHust N000UHbIX 3()ekmos nod cmpozum KOHIMpPoOieM COCIMOAHUS
nauuexma.

Ha ¢pone npuema mumomana** 603mMoxcHO pazeumue KAUHUUECKOU KapmuHsl UeHMPAIbHO20 2UNomupeosd, 6
cea3uU ¢ yem Heobxodumo pezynapHoe onpedenerue TTI, T4 ce. u nposedeHue 3amecmumeynbHoli mepanuu
J1Ie8OMUPOKCUHOM HAMpUs** no NOKasaHusm.

Ouenka ypoeHeii mecmocmepona u I'CIII' @ duHamuKe, a makxce Npu paseumuu KJAUHUYeCKOli KapmuHsl
2unozoHadusma, AeaAencs OnpasdaHHOll y MYMCUUH, NOJYyuarOWUX mepanurw mumomanom™*, B ciyuae
CUMNMOMAMUKU 2UN020HAOU3MA 6 COYeMAHUU CO CHUMCEHUEeM IMecmocimepoHd Heo6Xo0umo paccmompems

eonpoc 3amecmumensHotl mepanuu.



Sluunukoeslii cmepoudozeHe3, KAK U HCEHCKAs penpodyKmueHas (yHKuus, 6 ueiom, MeHee N0OOBepPIHCeHbl
8NUAHUI0 Mumomana**. OOHAaKo y HeHWUH penpodyKMueHoz20 6o3pacma, Noayyarnoujux mumoman™*, mozym
Ha61100ambCca MHOYCeCINBEHHbLE KUCMbL AUYHUKOS.

Tunepxonecmepunemusn u/unu oucnunudemus A6aASIONMCA YACMBIMU HeXHceNameNbHbIMU S6/IeHUSMU mepanuu
Mumomanom™*, Tunonunudemuyeckas mepanus ¢ unoias3oeaHuem cmamuHom, HE memabGonusupyemoix
CYP3A4), pekomeHOo8aHa nayueHmam, NOAy4awoujuM Mumoman™*, ¢ yuemom npozHo3a, KapouoeacKyjaspHoIX
puckoe u m.n.

Pexkomendauyuu no 3amecmumebHoli mepanuu cm. makice 8 Ilpunoxcenuu A3.
5.3. IIporHo3s

5.3.1. [Ina OlLieHKM IIPOrHO3a ¥ OmpemeeHus ONTMMAaJbHOIO jeue6HOro ajaropurMa Ha MOMEHT ITOCTaHOBKU
JIMarHo3a PEeKOMEHIYeTCsl YUMTBIBATh ceAyiomye GakTopbl: CTaaus 3aboieBaHus, pPe3eKIVOHHbBIN CTaTyc,
mupekc Ki67, aBToHOMHAs ceKpelust KOpTU30i1a U ob1iee cocTosiHye nanuenTta [107-112,123,124].
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KommeHTapwmii. [IpozHo3 AKP, 8 ocHo8HOM, 3asucum om cmaduu 3abonesarust no ENSAT, mak kak oHa ompaxcaem
pachpocmpaHeHHOCMb ONYX0/1e8020 nNpouecca: 5-nemusas sviicusaemocms npu I cmaduu cocmaensem 70-80%, npu IT
cmaduu — 60-70%, npu III — 20-40%, npu IV - 0-10% coomeemcmaeHHo. O0uias, HepaHmUpo8aHHas no cmaousm,
NnAMuiemHssa 8vixcueaeMocms Konednemcs om 16 do 38%. Meduawna obweti svixcusaemocmu npu IV cmaduu — menee 12
Mmecsayes. [104-106].

ITo pesynemamam psoda uccnedosaruti [107-112], pesekyuoHHslli cmamyc u nponugepamusHsili uHoexc Ki67 6ouinu
OMHeCeHbl K BANHBIM npozHOCMuueckum ¢akmopam. Ilpu pacnpocmpaneHHolx Gopmax 3abonesarus (6onee 40%
nayueHmos Ha MOMeHmM NnepeuuHoli duazHOCMUKU) 3HAYUMEIbHOe OMpuyamesbHoe 8aUsIHUE HA CPOKU BbIH(UBAHUS
oKaswledem CcuHOpom eunepkopmuyusma. HaxoHey, o0wjee cocmosiHue nayueHma 56asemcs 04UeBUOHbIM
npozHocmMuueckuM (pakmopom, 0Co06eHHO 8 noxcunom eospacme [112].

B 20152. epynnotii ENSAT npogedeH pempocheKmugHbslli aHanu3 npoeHocmuueckoti 3Hauumocmu uxdexca Ki67 npu AKP
[123]. OmoenvHo aHanu3uposanu Hemeykyw 2pynny om ocmanpHoll Kak 6onee 2omMozeHHyw. Kpumuyeckue 3HaueHus
uHoexca Ki67 6vinu npursamst om 5 do 10%, 10-20% u Gonee 20%. Kak obuwias, max u 6e3peyudusHas 8bIHueaemocms
0ocmogepHO OMIUMANUCEL KAK 8 2epMAHCKOL, mak u 6 o0weil zpynne npu npoeedeHuu 00HOQAKMOPHO20 U
MHo20¢pakmopHozo aHanusa. B amom uccredosauuu Opyzumu 00CMOBEPHbIMU NpozHOCMUYecKUMU Gakmopamu
OKA3aUCL pasmep ONYXOnu U UHBA3Usl 6eHO3HbIX cmpykmyp. Ha ocHosaHuu uezo 6viiu chopmuposamst epynnel pucka: ¢
uHoexcom Ki67 Gonviue 10% u 6onsute 20%, Hanuuue 8eHO3HOL UHBA3UU UTU pa3mep onyxoau 15-20cm npupasHaIucy K
mpemoeli 2pynne pucka.

Mexcdynapodroe uccnedosarue uxdexca Ki67 ¢ 101 cnyuae AKP ¢ nomoujpto mpaduyuoHHozo memoda nodcuema, 8
MoM uucie — nepecMomp HeCKONbKUMU Cneyuanucmamu, d makxie ¢ npumeHeHuem memoda yugppoeozo avanusa
u30bpaxceHutl, nokasauo, ymo umeemcsi pazépoc pe3ynvmamos, U OHU 3ABUCIM om Memodd. Aemopsl NpuwIu K
661800y, umo npu nodcueme uHoexca Ki67 ¢ npumeHeHuem yugposozo aHanusa usobpaxceHuil, 2pynnsl nayueHmos co
3HaueHuem uHodekca kax 0-10-20%, max u 0-15-30% OocmosepHO OMAUUANUCL NO NPOZHO3Y, K020a aHANU3UPO8anu
o0wyro evbrcusaemocms [124].

Ipu pacnpocmparernHom AKP (IV cmadus no ENSAT, onpedensiemMass no Haauuuio omodaneHHsIX Memacmasos, u/uiu
peyudus 3abonesanusi, He noodaexcawjuli Xupypzuueckomy JeueHuio 8 o6seme RO, u/unu R2-pe3ekyuoHHblli cmamyc)
OCHOBHBIMU NPOZHOCMUUECKUMU (PAKMOPAMU, C8A3AHHBIMU C XYOUIUM NPOZHO30M, S8ASAMCS PACNPOCMPaAHeHHOCMb
onyxoau, éslcokuti nponugepamueHolii uHdekc Ki67 u nioxo KoHmpoaupyemasi onyxoneedst CUMNmMomMamuxa.

5.3.2. B xopme puHamMuyeckoro HaOMOeHUSI PeKOMEeHAyeTCcsl IlepecMaTpMBaTb IIPOTHO3 IIPMU  KakIOM
KOHTPOJIbBHOM BU3UTe [IJI51 OIIpeie/ieHNs] OIITUMa/bHOM TaKTUKY JledeHus. [1, 8, 9]
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ITocne nposedenus padukanbHO20 XUPYP2UUECK020 JieYeHUS 2/1a8HbIM NPOZHOCMUUECKUM (Hakmopom sensemcs akm
peyudusa onyxonu. B cnyuae ez0 803HUKHOBEHUS NPOZHOCMUYECKYIO POJb U2paiom eépemsi 00 Npozpeccuposamus,
pacnpocmpaieHHOCMb 0NYX071€8020 NPOYecca U pe3eKmabenbHOCb.

IIpu memacmamuueckom AKP, cnekmp npozHocmuueckux axkmopos exnwuaem npoaugepamusHoili uHoekc Ki67,
pacnpocmpaHeHHOCMb ONYX071€6020 Npoyecca, odujee coOCMosiHue nayueHma, OUHAMUKY NPOZPeccuposamus, omeem Ha
JleueHue.

BaxHo ommemumes, 4mo OYeHKa smux cbakmopoe 8 COBOKynHocmu no3eoJisaem clenams JUULb npeaeapumeﬂbr-tbze
3bl6oabl; npocHocmuueckue MHOZOd)aKmOprlE cucmembl 00 Hacmosuwezo epemMeHu He pa3pa6omaHbt.



5.4. AKP u 6epeMeHHOCTh

e 5.4.1. Tlpu ebiA6/IEHUU ONYXOJIU C BbICOKUM 37I0KAYECMBEHHBIM NOMEHYUAIOM 80 6pems OGepemMeHHOCmU,
pekomeHdyemcs nposedeHue Xupypzuueckozo JieueHus 8 Kpamuatiuiue CpoKu, 6He 3dgUCUMOCMU Om mpumecmpa
bepemenHocmu [114,115].
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KoMmmeHTapmit. Yuumsigds 8axcHOCMs 0OblCMpo20 U pAdUKAIbHO20 XUPYp2UUecKozo JjeueHus 01 OaibHeliezo
npozrosa npu AKP, onepamugHoe JjieueHue Heo6x00umMo npogecmu 8 Kpamua’tiwiue cpoku 0m nocmaHoeKu ouazHo3a u
He3aeucumo om cpoka GepemenHocmu. Ipu 3mom npexcdespemertoie podsl (0COGEHHO 8 mpembeM mpumecmpe) u
nomeps GepeMeHHOCMU ABAAI0MCA 0UEBUOHBIMU XUpYpeuiecKumu puckamu. OuesuoHo, umo peuieHue 06 ONMUMANbHOLI
maxkmuxke JieueHust GepeMeHHOl NayueHmKU C 8bICOK0BEPOMHbIM JuazHo3om AKP 00n%HO Oblmb KOMNE2UANbHBIM, C
yuacmuem MyabmuoucyunauHapHoti Komanowl. OHO Q0JIHHO YUUMsl86ams NPozHO3 3a00e6aHus U puck o1 mamepu u
naoda 6 cea3u C OCHOBHbIM 3a60JIe8aHUeM U UHMepPBeHUUOHHbIMU npouedypamu. Ilayuenmxa O0nxcHa 6bimb
UH(POPMUPOBAHA O BO3MOMCHLIX PUCKAX U NPEUMYUIeCMBAX XUPYpeuueckozo JeueHus 80 epems OepeMeHHOCMU U
QOMIHCHA NPUHAMD yUacmue 8 UHPOPMUPOBAHHOM 00CYyHOeHUU.

Ha cezo0HawHuli OeHb Hem YOedumenvHulx OAHHBIX OMHOCUMENbHO 0€30NACHOCMU U ONMUMAIbHBIX CPOKO8
HacmynneHus OepemeHHocmu npu AKP. BawHo ommemums, Umo OCHOBHOLI npobnemoll sensiemcs 6 Uyeiom
HebnazonpusimHelii npozHo3 npu AKP, a makie 8epossmHOCMb M020, Umo 6epeMeHHOCMb MOXcem y8eauuums pucKk
peyudusa. HMmerwomcs ozpaHuueHHole OaHHble 0 mom, umo AKP, ewisigneHHbili 860 8pemsi OepeMeHHOCMU UMU 6
nocnepodosom hepuode, umeem xyouwluii npozHo3, uem y HebepemeHHbIX HeHwuH [113]. Beina evideunyma zunomesa o
mom, umo GepemeHHOCMb MOoXcem cnocobcmeosams passumuto 6osee azpeccugHozo eapuanma AKP. B mo xe epems
Pauline de Corbiére u coaem. [114-119] He 8blsi6UNU HE2AMUBHO20 8NUSHUS 6EPEMEHHOCMU HA KNUHUYECKOEe meueHue U
npoeHo3 AKP y nayueHmoxk, npedsapumensHo noayqusuiux Haonexcawee neveHue AKP. OzpaHuueHusmu uccnedosaus
aenswmcs mansili 00sem 8v100pKu (17 nayueHmok, 21 6epeMeHHOCMB) U pempocneKmuaHslii du3atiH, He N03601AUULI
obecneuums docmamoumyto docmogepHoCMb.

B cea3u ¢ kpatiHum Odeuyumom OJokazamenwvHoli 6aszsi no npobneme OepemeHHocmu u AKP Heo0Xo0umo
UH(OPMUPOBAMb NAYUEHMOK 0 3HAUUMEIbHOM pucke peyudusa AKP GonesHu 8 nepevie 2006l nOcjie NOCMAHOBKU
duazHo3a, a makxce 0 603MoxcHoM npozpeccuposanuu AKP Ha pore GepemeHHOCMLL

¢ 5.4.2. HacrymieHue 6epeMeHHOCTH Ha HOHe Tepanmu MUTOTAHOM™* MIPOTMUBOITOKA3aHo [9].
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KommenTapwuii. [Ipo6iema npumeHeHus Mumomama** 8o epems bGepeMeHHOCMU C8S3aHA C NOMEHYUANbHBIMU
mepamozeHHbIMU dPdekmamu, Komopsle mozym Obimb 00YCN08JeHbl €20 NPOHUKHOBEHUEM Uepe3 NaayeHmy u
adpeHonumuueckum 3ggpexmom Ha nnod. Ha cez00HAwHULl deHb 0nyOIUKOBAHbI eQUHUUHBIE COOOUWEHUS O Cydasx
bGepemeHHOCMU Npu npueme mumomaa** @akmuueckoe omcymcmeue dokazamenvbHoli 6a3sl He N0360Jsiem coenamo
OKOHUameJibHble 86180061 0 6E30NACHOCMU JiIeUeHUs MUMOMAaHom™* 8o epems GepemMeHHOCMU UNU CBA3AHHbBIX C HUM
puckax. Tlayuenmxka, nonyuarowas Mumoman™* dosxHa 6bims NPoUHGoOpMUpOsaHa 06 3mux puckax u obecneuums
appexmusnyio KoHmpayenyuro.

Paccmompenue gonpoca 0 naaHuposaHuu OepeMeHHOCMU B03MOMHO MOJbKO NOCTAe NpeKkpawjeHus mepanuu
MUMOMAHOM™** U CHUMCEHUs1 €20 KOHYeHmpayuu 6 Kposu 00 Heonpedensiemblx 3HaueHuli (3mo moxcem 3auame 3-12
Mmecayes).

B cnyuae HacmynieHus GepeMeHHOCMU 80 8peMs mepanuu MUmomamom™* nayueHmka OonxHA Oblmb
UH(OPMUPOBAHA O BO3MOMHBIX PUCKAX Ol NJ100d, CBS3AHHBIX C NPUEMOM MUMOMAHA™™, U B803MOMHBIX PUCKAX
npoezpeccuposaruss AKP Ha ¢QoHe ommeHsl mumomana™* B cayuae, eciu nayueHmxa endem COXpaHume
bepemeHHOCMY, JleueHue Mumomaxom™* cnedyem npexkpamumo [9].

Opranmsanusi oKkazaHUsI MeIUIIMHCKOV ITOMOIIN

MeouyuHckas nomoujb, 3a UCKaOUeHUeM MeOUYUHCKOT NOMOWU 8 paMKax KAUHUYeCKoli anpobayuu, 8 coomeemcmeauu
¢ GedepanvHvim 3akoHom om 21.11.2011 N°323-D3 (ped. Om 25.05.2019) «O6 ocHo8ax oxpaHsl 300p08wst 2paxc0aH 6
Poccutickoti @edepayuu», opzaHu3yemcs u 0Ka3vleaemcs:

1) 8 coomsemcmesuu c nonoxceHuem 06 OpzaHU3AUUU OKA3AHUS MEOUYUHCKOU NOMOWlU no 8udam MeouyuHCKoLl
nomouwju, Komopoe ymeepxcoaemcs ynonHoMoueHHbIM (edepanbHbimM 0peaHOM UCNOSIHUMENbHOU 871acmu;

2) 8 coomeemcmeuu ¢ Nops0KOM OKA3AHUS NOMOWU N0 NPOGUII «OHKONO2US», 003ameibHbIM Ol UCNOJIHEHUS. HA
meppumopuu Poccutickoii @edepayuu 8cemu MeOUYUHCKUMU 0P2aHU3AUUSMU;



3) Ha ocHoge HACMOAWUX KAUHUUECKUX peKoMeHIayuli;

4) ¢ yuemom cmaHoapmos MeOUYUHCKOL NOMOWU, YMBEPHOeHHbIX YNOJIHOMOUEHHBIM (hedepaivHbiM Op2aHoM
UCNONIHUMEbHOLL 81acmu.

IlepsuuHas cneyuanu3upo8aHHas Meauko—caHumapHaﬂ nomoub okassleaemdcs 8pad1omMm-0HK0J1020M U UHbIMU spayamu -
cneyuanucmamu 8 ueHmpe (1M6Yﬂam0pHOlj OHKOJ102U4ecKoll nomouwu aubo 8 nepeudYHOM OHKOJ102UUECKOM Ka6l,lH€m€,
nepeuyHOM OHKO0J102UYECKOM omaeneHuu, NOAUKAUHUYECKOM OmOeeHUU OHKOJI02UYeCK020 6ucnchepa.

IIpu nodo3speHuu unu 8vis61eHUU Y NAUUEHMA OHKOJI02UYECK020 3a60Ne8aHUs 8paul-mepanesmsol, 8pail-mepanesmsi
yuacmkossle, spauu o6uleli Npakmuku (cemelinple 8paul), 8pauu-cneyuaitucmol, cpedHue meduyuHcKue pabomHuxu 6
YCMaHo8/IeHHOM NopsidKe HANPAsasAmM NAYUeHMa HA KOHCYAbMayuio 6 ueHmp amOyaamopHOli OHKOJ02UUecKoll
nomowju Jubo 8 nepeuuHblli OHKONMOZUHECKULi KaGuHem, nepeuuHoe OHKOJ02uueckoe omaoeneHue MeOUYUHCKOL
opzanu3ayuu 0s OKA3aHUsl eMy NEPEUUHOT CNeyuaIu3upo8aHHoLl MeOUKo-CaHumapHoli NOMowu.

Koncynemauyus 8 yenmpe amoOyaamopHoli OHK0JI02UYecKoli nomowju Jubo 6 nepsuuHoM OHKOJI02UYECKOM KabuHeme,
nepeuyYHOM OHKONI02UUECKOM omoeneHuUu MeQUUUHCKOL opeaHusayuu 0oxcHa 6bimb nposedeHa He no3dHee 5 pabouux
OHell ¢ damsl evldauu HanpaesieHUs. HA KOHCYAbmayuio. Bpau-onkonoz yeHmpa amOyaamopHoll OHKONO2UUEeCKOl
nomowu (8 cayuae omcymcmeusi ueHmpa amOyAamopHoli OHKONO2UUECKOL NOMOWU 8pau-oHKOI02 NepPeUUHO20
OHKOJI02UUeCK020 KabuHema Uau NepeuuHoz0 OHKON02UUECKO20 omdeseHus) opz2avusyem e3smue OUONCUliH020
(onepayuoHHo20) Mmamepuand, a mMaxKxie OpzaHu3yem 6viNoJHeHUe UHBbIX OUAZHOCIMUYECKUX UCCI1e008aHUL,
Heobx00UMbIX Ol YCMAHO8NEHUS. OUAZHO3A, 8KJIIOUAS PACNPOCMPAHEHHOCMb OHKOJI02UYeCK020 npoyecca u cmaouio
3a60ne8aHusl.

B cnyuae Hego3moxMcHOCMU 63amus 68 MeOUYUHCKOU opzaHu3ayuu, 6 cocmase KOMOpOU O0pzaHu308aH UeHmp
ambynamopHoli OHKOJI02u4eckoll nomowju (nepsuuHsili OHKOMO2UUeCKUli KabuHem, NepeUYHOe OHKOI0ZUUECcKoe
omoeneHue), GUONCULIHO20 (ONepayUoOHHO20) Mamepuand, NposedeHUs: UHbIX OUAZHOCMUYECKUX UCCed08aHUll nayueHm
Hanpassemcs Je4awjum 8pauoM 8 OHKOMo2U4ecKuli ducnaHcep wiu 8 MeOUYUHCKYI0 Op2aHU3auuio, OKa3sl8arlyyio
MeOUYUHCKYI0 NOMOULb NAYUEHMAM C OHKON02UYeCKUMU 3a001e8aAHUAMU.

CpoK 8bINONIHEHUST NAMOJI020-AHAMOMUUECKUX UCCIe008aHULl, Heo0Xo0umblx 071 2ucmonozudeckoli sepuguxayuu
3J10KauecmeeHH020 H08000pA308aHUS, He D0JHeH npesvlams 15 pabouux oHeli ¢ damsl nocmynieHust 6UONCUiiHozo
(onepayuoHH020) Mamepuana 8 namoa02o-aHamomuueckoe 610po (omoeneHue).

IIpu nodosperuu u (Unu) 6viA6NEHUU Y NAYUEHMA OHKON02UHECKO20 3a00/e6aHus 8 X00e OKA3aHus emy CKOpoli
MeOQUYUHCKOTI NOMOWU MAKUX NAYUEHMOo8 nepesoosm Wil HAnpasasnm e MeOUyUHCKuUe 0p2aHu3ayull, oKasslearujue
MeOUUUHCKYI0 NOMOWb NAYUEHMam ¢ OHKOJI02uuecKumu 3abonesanusmu, 0is onpedesieHUss makmuku eedeHus u
Heo0X00UMOCMuU NpUMeHeHUs: JONONHUMENBHO Opy2ux Memodos Cheyuaiu3uposasHozo NPOMuUBo0nyxone6020 JeUeHus.

Bpau-oHkonoz ueHmpa aM6yﬂam0pHOﬁ OHKOJI02U4ecKoll nomowu (nepeuquzo OHKO0J102U4eCcK020 Ka6uHema,
nepeuyvHO20 OHKO0J102U4eCK020 omaeﬂeHuﬂ) Hanpas/issem nauueHma e OHKOJI02Uu4ecKull aucnchep umu e Meal/ll,{uHCKLle
opz2aHusauuu, okassliearnuiue MeauuuHCKle nomouwb hayueHmam ¢ OHKoJi02uueckumu 36160]16661HMRMU, ons YMO4YHEHUs
duazHosa (8 cnyuae HeBO3MOMCHOCMU YCMAHOBJIEHUS auaeHo3a, 8KJIYAs pacnpoCmMpaHeHHOCNMb OHKOJI02UUeCK020
npouecca u cmaduio 3(160.71660HL4H, 8pavoM-0HKOJ1020M UeHmpa amﬁyﬂamopHoa OHKOJ102UuecKotl nomouwiu, nepeudHo2o
OHKO0JI02UUECK020 KabuHema uiu nepeudHO20 OHKOJI02U4eCK020 OmaEJZEHuH) u okasauus cneuuaﬂusupoeaHHoﬁ, 8 mom
Yuce 8bICOKOMEXHOI02UUHOL, MeauuuHCKOﬁ nomouwu.

Cpok Hauana oKA3aHus CneyuaIu3upo8amHoll, 3a UCKIIOUeHUeM BbICOKOMEeXHON02UUHOL, MeOUYUHCKOL nomowu
nayueHmam ¢ OHK0JI02uueckuUMU 3a00e8aHusMu 8 MeQUYUHCKOL OpeaHu3ayuu, okassiearoujeli MeouyuHcKy nomoulb
nayueHmam ¢ OHKOJIo2UYecKUMuU 3abosiesaHusmu, He OomxeH npeeviwams 14 kaneHdapHelx OHeli ¢ damol
2ucmosioeuteckoli  gepuguxayuu  310KavecmeeHHozo Ho8006pazoeanus unu 14 kanenoapHelx OHeli ¢ Oambl
yCmawoeieHuss npedsapumensHozo OuazHo3a 3/0KAUeCcmeeHHO20 H08000pA308aHusl (8 ciayude 0Omcymcmeust
MeOQUYUHCKUX NOKA3aHull sl nposedeHuUs NamoJ1020-AHAMOMUUECKUX UCCe008aHUL 8 AMOYIAMOPHbIX YCI0BUSX).

CneyuanuzupoeaHHas, 6 MOM UUCTE BbICOKOMEXHONOZUUHAS, MeOUYUHCKASL NOMOWb OKA3bleAemcs 8pauamu-
OHKOJI02aMU, 8pauamu-paouomepanesmamu 8 OHKONO2UUeCKOM JucnaHcepe uiu 6 MeOUYUHCKUX Op2aHu3ayusx,
OKA3bI8AOWUX MEOUYUHCKYIO NOMOWb NAYUEHMAM C OHKON02UUeCKUMU 3a0071e8aHUSMU, UMEIWUX JUYEeH3U,
Heo0X00UMYH0 MAMeEPUAIbHO-MeXHUYEeCKy 0a3y, cepmupuyupo8aHHsix CNEYUAaUcmos, 8 CrayuoHapHsiX YCI08Usx U
yCnosusix OHeBHO20 CMayuoHapa u exkjaiuaem 8 cefs Npopuaakmuky, OUazHOCMUKY, JieueHue OHKOJ02UUeCKUX
3ab6o/1ie8anull, mpebyowux Ucnoib308aHuUsl CNEYUANbHBIX MEMOA08 U CONCHBIX YHUKATIbHBIX MEOUYUHCKUX MeXHOJI02Ul,
a maxke MeQUYUHCKYIO peaduiumayuro.

B meduyurckoli opeanusayuu, oxasvieaioujeti MeOUYUHCKYI0 NOMOUb NAYUEHMAM C OHKOI02UYeCKUMU 3a001e8aAHUSAMLU,
makmuka MeOUYUHCKo20 00C1ed08aHUs U JieHeHUs. YCMAaHaeu8aemcss KOHCUIUYMOM 8paueli-oHKO00208 U 8paueli-
paduomepaneemos, ¢ npusjeueHuem npu Heobxodumocmu Opyzux epaueli-cneyuanucmos. Pewenue KoHcunuyma



apaueti opopmisiemcs npomoKosom, NOONUCHIBAENC YUACMHUKAMU KOHCUNUYMA 8payeli U HOCUMC 8 MEOUYUHCKYIO
O0OKyMeHmayurwo nayueHmad.

ITokasanust Ons eocnumanu3ayuu 6 KpyzaoCymouHslii unu OHe8HOU CcmayuoHap MeouyuHcKol opzaHu3ayuu,
okasslearowell cneyuanusuposaHHyio, 8 MoM Uucie BblCOKOMEXHONOZUYHYI0 MeOUYUHCKYI0 NOMOWb Nno npoguio
«OHKO0J102Usl» 0Npedensiomcss KOHCUIUYMOM 8paueli-oHK0JI0208 U epaueli-paduomepanesmos, ¢ npusjiedeHuem npu
Heobxodumocmu Opyzux 8paueti-cneyuaiucnos.

Iokazanuem 0na 2ocnumanusayuu 6 MeOUUUHCKYI0 Op2aHU3AUUI0 8 IKCMPEHHOI WIU HeOmJIOMCHOL (hopme
aeasemcs:

1) Hanuuuu ocnoMHeHUli OHKONO2ZUUECK020 3a00/e8aHus, mpebylwux oKa3aHus emy CheyuaIu3upo8aHHoli
MeQUYUHCKOTI NOMOWU 8 IKCMPEHHOU U HeOMJIOXCHOL popme;

2) Hanuuue OCJIOXCHEHULI JieueHUs (XUpYpeuuecKoe eMeulamensCmeo, jyuesas mepanus, JeKapcmeeHHas mepanus u
m.d.) OHKO0J102U4ecK020 3a001e8aHUsl.

ITokazaxuem 0ns zocnumanu3ayuu 8 MeOUYUHCKYH 0peaHu3ayuio 8 N1amosoll popme sensemes:

1) Heo6X00umMoCmb 6bINOJHEHUS CTONCHBIX UHMEPBEHUUOHHBIX OUAZHOCIMUYECKUX MEOUYUHCKUX 6MellamessCins,
mpebyowux nocnedyroujezo HabodeHUs 8 YCI08USX KPY2l0CYyMOYH020 UU OHE8HO020 CMayuoHapa;

2) Hanuyue nNOKA3aHuili K cneyuanu3uposaHHoMy Npomueoonyxouesomy JieueHur (Xupypzuueckoe eMeulamensbCmaeo,
Jlyuegas mepanus, 8 MOM uucjie KOHMAKmMHas, OUCMAaHYUoOHHAs U opyzue 8udsl Jiyuegoli mepanuu, JekapcmeeHHas
mepanus u 0p.), mpeGyiouemy Habno0eHuUs: 8 YC108USX KPY20CYMOUH020 UIU OHe8HO20 CMAYUOHAPA.

IlokasaHuem K éblnucke nayueHma us3 Meauuuucxoﬁ opz2aHu3sauyuu siejissemcs:

1) 3asepweHue Kypca JeueHus, uiau O00HO20 U3 3MAN0E OKA3AHUSA CNEYUANU3UPOBAHHOL, 8 MOM uucie
8bICOKOMEXHONI02UYHOTI MEOUYUHCKOLI NOMOWU, 8 YC08USIX

KPY2NI0CyMouHo20 Wi OHEBH020 CMAYUOHAPA Npu YCI08USX OMCYMCMEUS OCIONCHEHULl JieueHus, mpebyouux
MeOUKAMEHMO3HOU KOpPpeKYUU U/uiu MeOUYUHCKUX BMeULamenscme 8 CMayUOHapHbIX YCI108USIX;

2) omka3 nayueHma uau €20 3AKOHHO20 npedcmasumesns Om CNEYUANU3UPOBAHHOL, 6 MOM uucie
8bICOKOMEXHOJI02UUHOLl  MeOUYUHCKOLL NOMOWU 8 YC/I08USX KPY2J0CymouHoz0 uau OHe8HO20 CMmayuoHapa,
YCMAaH08/IEHHOU KOHCUMUYMOM MeOUYUHCKOLl 0peaHu3ayuu, 0Kasvléawujeli OHKON02UYeCKylw NOMOub Npu ycao8uu
0mcymcmeust 0C0#HeHULl 0CHO8HO020 3a001e8aHUS U/UNU JledeHus, mpebyroujux MeouKkameHmo3Holi Koppekyuu u/unu
MeOUYUHCKUX 8MeulamensCime 8 CMayuoHAPHbIX YCI08USIX;

3) Heobxodumocms nepesoda nayueHma 6 Opyzyr MeOUYUHCKYI0 Op2aHu3ayutio no coomeemcmeyruiemy npopuiio
0KA3aHUs1 MEOUYUHCKOLI NOMOWU.

3aknoueHue o0 yenecoodbpasHocmu nepesoda nayueHma 8 NPOGUILHYI MeOUYUHCKYIO 0p2aHU3AYU 0CYUecmensemcs
nocne npedsapumesibHoti KOHCYbMayuu o NPedocmasieHHbIM MeOUYUHCKUM OOKYMEHMAM U/Uiu pedsapumenbHozo
ocMompa hayueHma epauamu Cneyuanucmamu MeOUYuHCKol op2aHu3ayull, 8 KOMopyw naaHupyemcs nepegoo.



6. TonmoiHUTEIbHAsA MHPOPpMAaIMs, BIMUIIONIAs HA TeUyeHue 1
¥ICXO0J, 3a00/IeBaHUS

@akTOpbI, BAMSIONIME Ha TedyeHue 1 ucxor AKP, BKIIOUAIOT CIeAyIoIue:;

1. PacripocTpaHEeHHOCTD OITyXOJI€BOTO IIPOLeCcca;

2. Jlokanusaumsi MeTaCcTaTUYeCKMUX OYaros;

3. Buonoruyeckue 0CO6eHHOCTM OITYyXOJIH;

4. Pa3BuTye HeXXeslaTeNbHBIX SIBIEHMIA TPV IIpMeMe [IperapaTos IJIsl IPOTMBOOITYX0JIEBOI Tepanuim.



KpuTtepuu oneHKM KauecTBa MeJUIIMHCKOM IMTOMOIIN

Heo6X0ANMas KOPPEKLUMs NeYeHns U NnaHa AanbHenWwero BeaeHns

Ne Kputepun kauecrsa OueHka BbINOJIHEHNUA
BbinonHeHo KT C KOHTPACTHbIM YCUIEHWEM OpraHoB OpPIOLWHON NOMOCTU, onpeaeneHbl NAOTHOCTb TKAaHEBOr0 KOMMOHEHTa
[10 KOHTPaCcTMPOBaHUs (HaTUBHas), MJIOTHOCTb B TKaHeBYlo a3y KOHTpacTUpoBaHus (apTepuasibHasi U BeHo3Hasi dasbl), Na/Het
NNIOTHOCTb B OTCPOYEHHYI0 (Y4epe3 10 MUH. nocne BBeAEHUS KOHTpacTa) a3y KOHTpacTupoBaHus (hasa BbiMblBaHUS).

2. BbinonHeHo 18®AM-M3T/KT kak oAMH M3 NapaMeTpoB K/MHUYECKON BepudMKauMM 3710KaYeCTBEHHOro noTeHunana [Ha/Het
onyxonu, onpeaeneH SUV

3. BbinonHeHa cuMHTMrpadua KocTei BCero Tena npy NoA03pEHNN Ha MeTacTaTUYeCcKoe NopaXKeHne KoCcTen ckenerta Ha/Het

4. B cnyyae HeBO3MOXHOCTM npoBefeHus KT C KOHTPacTHbIM yCWSieHWeM BbinofiHeHo MPT opraHoB 6pIOLIHOM MOMOCTU U [a/Het
3a6pIOLIMHHOIO NPOCTPaHCTBa

5. BbinonHEHO onpeaeneHne KopTU3ona B paHHME YTpeHHWe yackl Ha doHe mnojaBnsiolero Tecta ¢ 1 Mr gekcametasoHa. | [a/Her
Mpu OTCYTCTBMM (DM3MONOTMYECKOro MoAaBNeHUst YPOBHSI KOPTU30Ma B KayecTBe MOATBEPXAAIOLWEro TecTa BbiMOIHEHO
onpegenernve AKTI B yTpeHHMe yacsl.

6. BbINosHEHO onpefenieHne YpoBHeil MeTaHedpuHa 1 HopMeTaHedpuHa B CyTOUHOM MoYe Waun naasme. Na/Het

7. BbinonHeHo onpeseneHne COOTHOWEHUA MEeXAY YPOBHEM anbAoCTePOHa M aKTUBHOCTbIO PEHWHA NAa3Mbl ANS UCKOYEHNUA Na/Het
NepBUYHOIO rMnepanbJoCTEPOHN3MA MPU HaMYMK Y NauneHTa C OMyxosiblo HaAMoYeYHUKa apTeprasbHOM rMnepTeH3nn.

8. BbINO/IHEHO KOMMIEKCHOE OnpejenieHne KOHLEeHTpaLuuM CTepOuAHbIX FOPMOHOB OfpefesieHne BCTEPOWAHbIX ropMoHoB | [a/Het
CbIBOPOTKM KPOBW: _AerMaposnuaHapocTepoHa cynbdaTtajernaposnmaHapoctepoH-cynbdat, 17-rufpokcunporectepoxa,
aHApoCTeHAMOHa, obuwero TectoctepoHa (y >XeHWMWH), obuero actpagnona 17-B-actpaavon (y MYXUYMH WU XKEHLWWH B
MeHornay3se), 11- 1e30KCMKOPTUKOCTEPOHa J€30KCMKOPTU30/1

9. MpoBesaeHo cTaanpoBaHue onyxosnesoro npouecca no TNM n ENSAT Oa/Het

10. Bbi6paH 1 BbINOIHEH ONTUMaNbHbI 06beM onepaTMBHOrO BMeLLaTeNbCTBa [Ha/Het

11. Mpu Hanuunm AKP 1 runepkopTuuM3Ma B MOCJEOMNEpPaLMOHHOM nepuoae MpoBeAeHa 3aMecTuTesNbHas Tepanus [Ha/Het
HaANoYeYHNKOBOI HeJ0CTaTOHHOCTH

12. BbINosHEHO MaTonoro-aHaToMMyecKkoe NccneaoBaHne 6MoNCMtHOro (ONepaurnoHHOro), BKIYas MMMyHoructoxmmmuyeckoe | [Aa/Het
nccnefoBanue. MpoOTOKON COAEPXKUT, KaK MUHUMYM, CrieAytoLLyto MHpopMaLMio: KonnyecTBo 6annos no likane Weiss unu
MHOW WKane 6annbHOM OLeHKW 3/10Ka4eCTBEHHOr0 NoTeHLuana onyxonu, nponvdepaTnBHblil nHaekc Ki67, pe3eKUMOoHHbIN
cTtaTyc (MHBa3sMsa Kamncynbl ONyXONnu, W/WAW OKPYXawloLWMX TKaHEeW, WU/WAn npunexalimx OpraHoB WM ee OTCYTCTBME),

Hanuume uUnu oTCyTCTBME MOpaXeHUs NnMbaTUUeCcKuX Y3108

13. MpoBeAeHO reHeTU4Yeckoe KOHCYNbTUpOBaHWe; MalueHTaM [eTCKOro Bo3pacTa BbIMOSIHEHO MONeKyNspHo-reHeTuveckoe | [Ja/Het
nccnenosaHue reHa TP 53

14. MauveHTam c BepudULMPOBaHHLIM naToMopdonornyeckn pavarHosom AKP npoBoauTcs Tepanus MUTOTaHOM** B [Ha/Het
a[lblOBaHTHOM pexume

15. MauneHtam c HeonepabenbHbiM AKP, HanuuvMeMm pacrnpocTpaHEHHOro MeTacTaTU4eckoro npouecca fnocne pesekuuu Ha/Het
NepBUYHON  OMyXonW, GbICTPbIM  MporpeccupoBaHuMeM  3abosieBaHUs  MPOBOAUTCS  XUMUOTepanusi Ha  oHe
npozonkaloLlerocs npueMa MuToTaHa** exxeHeBHO B 03e, obecneunBaloLieil ero coaepxaHvne B CbIBOPOTKE KPOBU Ha
ypoBHe 14-20 mkr/nm 6e3 nepepbiBa MeXAy LMKIaMyu XMMUoTEpanmm

16. BceM nauueHTaM, MonyvalowWwyM Tepanuio MWUTOTaHOM**, MpoBOAUTCS 3aMecTUTeNbHas Tepanusi Hajrnouyeunukosoi | [Ja/Her
HefoCTaTOMHOCTU. B ciyyae runepkopTuumMaMa Heob6XOAMMOCTb MPOBEAEHWS 3aMecTUTENbHOW Tepanuu  Ao/KHa
06CyxaaTbCsl MHANBUAYANTBHO.

17. MaumeHTaM ¢ KOCTHbIMK MecTacTasamu AKP npoBoaunTca aHTupesop6TuBHas Tepanus n/wnun ANT Na/Het

18. C nauneHTKaMun penpoAyKTUBHOIO BO3pacTa npoBeAeHa pasbscHuTenbHas 6ecesna no npobneme 6epemMmeHHoOCTM 1 AKP [a/Het

19. NaumeHTKaM penpoAyKTUBHOro BO3pacTa, NOMyYaloWwmnM Tepanuio MUTOTaHOM** U/MAN LMTOTOKCUYECKYIO XMMUOTEPanuio Na/Het
peKOMeHZI0BaHbl OMTHMasibHble METO/bl KOHTpaLenumu

20. Bcem naumeHtam c AKP nposoauTca perynspHoe obcnefosaHve, Braovalowee (1) Busyanusupylowme nccneaosaHus Ha/Het
opraHoB OpIOLLIHOI MONOCTM, Manoro Tasa, rpyAHoN knetku, (2) nabopaTopHble UCCNeAOBaHUS FOPMOHasIbHON OMyX0neBoi
cekpeLun

21. BceM nauuveHTaMm, nony4varolMM Tepanuio MUTOTaHOM**, NpoBOAUTCS perynsipHoe onpeaeneHue ero KOHUeHTpauuu B [a/Het
KPOBW C KOPPeKLeli CyTOUHOI 03bl MO NMoKasaHWUsM.

22. Bcem nauweHTaM, MOyuyalOWMM Tepanuio MUTOTAHOM**, npoBoAWMTCA perynsapHoe ofcneaosaHue Ha npeameT | [a/Het
HeXxenaTenbHbIX IBJIEHWI, U CBOEBPEMEHHOE UX NleyeHne

23. Bcem nauueHTam c AKP Ha OCHOBaHMM pe3ynbTaToB [AMHaMUyeckoro HabniogeHns u  obcnefoBaHWs NpoBOAWTCA [Ha/Het
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IIpunoskenue Al. CoctaB padoueii rpyIibl

Menbunuenko l'anmua AdaHacbeBHa, 1.M.H., ipodeccop, akageMuk PAH, samecturens gupekropa lleHTpa -
HOupextop NHCcTUTYTa KIMHMUYECKO SHTOKpuHOoNoruu ®I'Y «<HMULL supokpuHonorum» Munsapasa Poccun

AnekceeB Bopuc SIkoBieBud, 1.M.H., Tpodeccop, 3aMecTUTeNb TeHEPATLHOTO AMpeKTopa mo Hayke OIBY «HMULL
paguonorun» MuHsgpasa Poccun

BenbueBuuy Ovutpuit TepmaHoBMY, 1.M.H., mpodeccop, IMaBHbI HayuyHbIii coTpygHuk OIBY «HMMUIL]
3HJOKpMHOIorMN» MuH3gpasa Poccun

Ctuwmau Ban CokpaToBu4, 1I.M.H., mpodeccop, akagemuk PAH, Oupektop ®I'BY «<HMUII onkonoruu um. H.H.
bnoxuna» Muna3apasa Poccun

TopGynoBa Bepa AHapeeBHa, 1.M.H., Mpodeccop, Beayuiuii HayuHblii coTpyaHUK ®I'BY «HMUII OHKOIOTUM UM.
H.H. bnoxuna» Muusapasa Poccun

KysnenoB Hwuxkonait CepreeBuu, 1I.M.H., mpodeccop, 3aBemyomuii ortmenom xupyprum OIBY  «HMUILL
3HJOKpMHONOruM» Munsapasa Poccun

BoxsaH BaraH IOpukoBuY, [I.M.H., 3aBeAyIOLINII XUPypruueckum otaenenueM N22 (myarHocTuku omyxosneit) ®TBY
«HMMUL], onkonorun um. H.H. bioxmnna» Munsapasa Poccun

KonomeiinieBa AnuHa AHApeeBHa, K.M.H., 3aBeyIOIMii THEBHBIM CTallMOHApPOM IIOMMKIMHUYECKOTO OTHeaeHMs
MHUOMU um. IT.A. Tepuena - puiman ®I'BY «<HMUII paguonorun» Munsapasa Poccun

JKykoB Hukonait BiaguMupoBud, K.M.H., TOLIEHT Kadeapbl OHKOJIOTUM, TeMaTOJIOTUN U JTydeBoii Tepanuu ®I'BOY
BO PHUMY um. H.U. ITuporoBa MunsapaBa Poccuu, pykoBoguTenb OTAeIa ONMTUMMU3ALUY JiedeHUs TTOAPOCTKOB U
MOJIOLEXM C OHKOIOTUUecKuMHu 3aboneBaunsamu OI'BY «<HMULL ATOU um. Imutpust PoraueBa» Mun3sapasa Poccun

PocisikoBa AHHa AlekcaHAPOBHA, Hay4YHbIVi COTPpyIHUK OPIBY «HMUII sHpokpuHonorum» Munsapasa Poccun

HeBonbckux Anekceit AjiekceeBud, 1.M.H., 3aMeCTUTE/Tb AMpPeKTopa 1o jJeue6Hoit MPHLI um. A.®. Lipi6a - dhuaman
OI'bY «<HMUI pagmnonorum» Munsapasa Poccun

HBauos Cepreit AHaTOIbeBUY, JI.M.H., Tpodeccop PAH, nupektop MPHII M. A.®. Lpi6a - punman ®IBY «HMUIL],
paguonorun» Munsapasa Poccun

XaiinoBa JKaHHa BraguMupoBHa, K.M.H., 3aMeCTUTENIb TMPEKTOPa MO OpPraHM3alMOHHO-MeTOIUUYEeCcKoii pabore
MPHII um. A.®. ITpi6a - duaman ®TBY "HMULI paguonoruu” MunsapaBa Poccun.

leBopksaH TurpaH l'armkoBu4, 3amectutenb aupekrtopa HUU KOP ®I'BY ®I'BY «HMMUIL, onkonorum mm. H.H.
brnoxuna» Munsapasa Poccun

Kondnukr nurepecos:

ABTODBI IeKJIaPUPYIOT OTCYTCTBME KOHGIUKTA MHTEPECOB.



IIpunoskenue A2. MeTomoaorust paspadoTKy KIMHUIECKUX
peKoMeHJalunmn

Ipepyiaraemble KIMHAYECKME PEKOMEHAALMM, HA HACTOSALIMI MOMEHT, SIBJISIOTCS OCHOBHBIM COINIACUTEIbHBIM
IOKYMEHTAO0M, PETYIUPYIOLIUM IIOTOXKEHMS ITPAKTUUECKOI TesTeTbHOCTH Bpaueit mpu AKP.

Hacrosume Knnnuveckue PeKoOMeHOal HallpaBJI€eHbl Ha YIy4dllleHMe pe3yJabTaTOB AUWATHOCTUKU U JIeUEeHUd
MallMeHTOB C aAPEHOKOPTUKAJIbHBIM PaKOM.

Hacrosiie KnuHndyeckue peKOMeHIALMM He PAacCMaTPUBAlOT abCOMIOTHO BCe acIeKThl MPoOaeMbI M BO3MOKHbBIE
MUCKJIIOYEHUS U3 TIPaBUJL.

Hacrosinimne KnuHuuecke peKoMeHIaly He MOTYT rapaHTUpoOBaTb Ol'[pe,[l,e]'[eHHbIV[ pe3yiabTaT u IIpy 3TOM OHU He
YCTaHaBJ/JIMBAIOT CTaHAAPThI BeAEeHNS ITallMeHTOB.

Hacrosimiye KnuHuueckne peKoMeHIALMM He MpeqHasHaueHbl IJ1s JieueHus] KOHKPEeTHOro maijeHTa. Penennue o6
ONTUMAJIbHOJ TAaKTMKe BeHIEeHMsT KaXKIOTo Mal[ieHTa JOJKHbI OCHOBBIBATHCS HAa Pe3y/bTaTax 00CIeqOBaHMs C YIETOM
VMHIUBUIOYATbHbBIX 0OCTOSITENLCTB.

Penxocth AKP 06ycioBAMBaeT OOBEKTUBHBIE TPYOHOCTM WM3-3a OTCYTCTBUSI TMPOCIEKTUMBHBIX MCCAETOBaAHMIA
JIOCTaTOYHO! MOIIHOCTM M [JOCTaTOUYHOTO OIbITA JIEUEHUS ITOTO 3a60jeBaHMs BHE CHENUATU3UPOBAHHBIX
YUPEKIEeHNH, KOHLIEHTPUPYIOIMX TaKUX TMAlMeHTOB. 3a pyOeskoM B TeueHue nocaemuux 30-40 JileT IpoBeIeHbI
KpYIHbIe, KaK MPOCIEKTYBHbIE, TAK ¥ PeTPOCIEKTUBHBIE VCCIEIOBAHNS, YAaCTh U3 KOTOPBIX BK/IIOUAIOT B cebst 1o 500
mairyeHnToB. K coxkanenuto, B Poccun mcciegoBaHuii ¢ mogo6HbIM 06b€MOM BBIGOPKM He MPOBOAMIOCh. B cBSI3U €
3TUM, HacTosiye KiauHuyeckue peKoMeHJanyuy B OCHOBHOM ONMPAIOTCSl Ha 3apyOeXHYI0 JoKa3aTeabHYIo 6asy u
YUMUTBIBAIOT SKCIIEPTHOE MHEHME 3aPYOEXKHbIX MCCIEIOBATEEIN.

B OCHOBY KIMHMYECKUX PEKOMEHIalNii TOJIOKeHbI CYIEeCTBYIONIMe KOHCEHCYCHI ¥ KIIMHUYeCKre pekomeHzanmm: (1)
Knaccudmkanms Bcemuproit Opranmsauum 3apaBooxpaHenust (WHO) omyxoneit SHIOKPMHHOM CUCTEMBI, 4-e
uspanue, 2017 rox; (2) KnuHuueckue pekoMeHZaUuy IO OMArHOCTMKE U JIEUEHMIO aJpeHOKOPTUKAIbHOIO paka
EBpormeiickoro obmiectBa 3HIOKpuHonoroB (European Society of Endocrinology), coBmectHO ¢ EBpomeiickum
00IecTBOM 0 M3ydeHMIo omyxoneil HaamoueyHMKoB (European Network for the Study of Adrenal Tumors), 2018
rox; (3) Knuanueckue peKOMeHAAIMY TI0 JUATHOCTHKE U JIEUEHMIO afpeHOKOPTUKAIBHOTO paka, 2015 rox — a Takke
OTevecTBeHHbIE U 3apy6eskHbIe HayYHbIe PaGOTHI 110 AHHOH MPOGIeMaTHKe.

MeToapl, MCIIOIb30BaHHbIE IJIST COOPa/CeMeKIMM J0Ka3aTeabCTB: IMPOBOAWICS IMOMUCK B JJIEKTPOHHBIX 6asax
IAHHBIX TI0 KJII0YEBBIM CJIOBaM, CBSI3aHHBIM ¢ AKP 1 COOTBeTCTBYIOIMMHM pasieiaMy KIMHUYECKUX PeKOMeHAalINi;
MTPOBOAMJIACH OIl€HKA KAUeCTBa ¥ PeJIeBAHTHOCTY HaliI€HHBIX MCTOUYHMKOB.

OnmcaHue MeETOMOB, WCIIOb30BAHHBIX AJISI COOpa/celeKIMM OOKa3aTeNabCTB: 0Ka3aTeNbHOI 6a3oi st
peKoOMeHIalNil SBSIOTCS My6nuKauuy, Bomeaimue B KoxpaHOBCKyIO Ou6mmnoreky, 6asbl maHHbIXx EMBASE u
MEDLINE, e-library. I'ry6uHa moucka coctasisiia fo 40 yer.

MeToabl, UCIIO/Ib30BaHHbIE AJISI OLIEHKM YPOBHE JOCTOBEPHOCTH JOKA3ATE/NbCTB:
» KoHCeHCyC 9KCIIepTOB;
» OlleHKa 3HAYMMOCTM B COOTBETCTBMM C YPOBHSIMM JOKA3aTETbHOCTM.

B cBsi3u ¢ Op('baHHOCTI:IO 3a00/1eBaHUS U OTCYTCTBMEM ITPOCIIEKTMBHBIX MUCCeNOBaHMII JOCTaTOUHOM MOITHOCTU psan
DEKOMEH,ELEII_II/II‘/)I XapaKkTepusyeTcsa HM3KMM YPOBHEM O0KAa3aTE/IbHOCTU I10 (I)OpMa.TIbHOMy IMMPU3HAKY.

Ta6mmua 11. llIkana omeHKM YpPOBHEH AOCTOBEPHOCTM AoKasateiabcTB (V) OIS METOHOB AMAarHOCTUKU
(DIMarHoCcTUYeCKUX BMellaTeIbCTB)

yaa Pacwudposka

1 Cuctematyeckne 0630pbl UCCNEOBaHWUIn C KOHTponeM pedepeHCHbIM METOAOM WM CUCTeMaTUyeckuii 0630p paHAOMU3MPOBaHHBIX KAMHUYECKMX
nccnefoBaHWil C NpYMEHeHNeM MeTa-aHanmsa

2 OTaenbHble UCCNefoBaHUs C KOHTPosieM pedepeHCHbIM METOLOM UK OTAeNbHbIE PaHAOMU3MPOBaHHbIE KIMHWYECKMUE UCCNeA0BaHUS U CUCTeMaTuyeckme

0630pbl MccnenoBaHnii NO60ro AnsaiiHa, 3a UCKIKYEHWEM PaHAOMU3NPOBAHHbIX KTIMHUYECKUX UCCNeAoBaHuii, C NpUMEHEeHNeM MeTa-aHanusa

3 WceneposaHus 6e3 NoCneaoBaTenbHOro KOHTPOSIS peepeHCHbIM METOAOM WU UCCNeA0BaHNS C pedepeHCHbIM METOAOM, He SBASIIOLUMMCS HE3aBUCUMbIM
OT UCCNeAYEMOro METOAA WU HEPaHAOMWU3NPOBaHHbIE CPAaBHUTENbHbIE UCCIEA0BaHUS, B TOM YMCIe KOFOPTHbLIE UCCIIEA0BAHUS

4 He CpaBHUTE/IbHbIE NCCNEA0BAaHUA, ONMUCaHNE KIMHWUYECKOro cay4as

5 NMeeTcsa nvwb 060CHOBaHWE MexaHu3Ma AeNCTBUS U MHEHWe 3KCNepToB




Ta6nuua 12. IlIkana oneHKM YpPOBHE JOCTOBEPHOCTU AoKasaTeabcTB (Y ) Ansa MeTonoB mpodmIakKTUKM,
JeueHus U peadbmmtauuu (IpodMIaKTUUECKNX, Te4eOHbIX, peadMINTallMOHHbIX BMEIIaTe/IbCTB)

yaan PacwundpoBka

1 Cucrematuueckuii 063op PKU ¢ npumeHeHneM MeTa-aHanusa

2 OTaenbHble PKU 1 cuctemaTnyeckme 0630pbl UccnefoBaHuil Nto6oro AnsaiHa, 3a uckatoueHvem PKU, ¢ npyuMeHeHneM MeTa-aHanvsa
3 HepaHaoMU3MpOBaHHbIE CPaBHUTENbHbIE UCCNIE0BaHWMS, B T.4. KOFOPTHbIE UCCIEA0BaHUS

4 HecpaBHUTENbHbIE NCCNEAO0BAHUS, ONUCAHNE KIIMHUYECKOro CyYas Unu cepun CnyyvaeB, UCCNeNOBaHUS «CIyHai-KOHTPONb>»

5 MMeeTcs nuwb 060CHOBaHME MexaHU3Ma AeliCTBUS BMellaTenbCTBa (AOKIMHUYECKUE UCCNeN0BaHNS) AN MHEHWE SKCNepToB

Ta6nuna 13. llIkasa oIleHKM YPOBHel yoeauTeabHOCTU pekomeHganuit (VYP) i MmeTogoB npodmiakTuku,
JVarHOCTMKM, JieueHMsi W peabmuanrtauuy (MpodWIaKTUYECKUX, [AUATHOCTUUYECKUX, JIeyeGHBIX,
peadMIUTAanMOHHBIX BMEIIATEIbCTB)

yYypP Pacwudposka

A CunbHasi pekoMeHfauusi (Bce paccMaTpuBaeMble KpuUTepuu 3dhhEKTUBHOCTM (MCXOAbI) SIBASIOTCS BaXHbIMW, BCE WCCNEAOBaHWUS MMeloT
BbICOKOE WA YAOBNETBOPUTENIbHOE METOAONOMMYECKOe KauecTBo, UX BbIBOAbI MO MHTEPECYIOWMM UCXOAAM SBASIOTCS COMTacoBaHHbLIMM)

B YcnoBHasi pekoMeHAauus (He Bce paccMaTpuBaeMble KpUTepun 3hheKTUBHOCTU (MCXOAbI) SABMSIOTCS BaXKHbIMU, He BCe UCCNef0BaHUS UMetoT
BbICOKOE WM Y[OBJIETBOPUTENIbHOE METOAO/IOrMYecKoe KayecTBO W/MUAM UX BbIBOAbI MO WHTEPECYIOWMM UCXoAaM He sBAsoTCA
COrnacoBaHHbIMK)

C Cnabasi pekoMeHaauus (OTCYTCTBME [OKasaTenbCTB HaAnexallero kayectsa (Bce paccMaTpuBaeMble KpUTepun 3 EKTUBHOCTU (MCXOAbI)
SABNISIOTCS HEBaXKHbIMM, BCE MCCNEN0BaHUS MMEIT HU3KOe MEeTOAOJIOrMYecKoe KauyecTBO M UX BbiBOAbI MO MHTEPECYIOWMM UCXOAaM He
SIBNISIIOTCS COrlacoBaHHbIMM)

MeToppl, UCIIOIb30BaHHBIE AJIs1 GOPMYIMPOBAHNUS PEKOMEHJALMIT — KOHCEHCYC SKCIIePTOB.

DKOHOMMYECKMII aHa/JM3: aHaIM3 CTOMMOCTM He IIPOBOAMJICA U ny6m/11<au141/1 1o (bapMaKOSKOHOMI/IKe He
AHaJIN3UPOBAJINCD.

MeTozambl Bamuan3anuy peKOMeH aIuii:

e BHelIHsS 3KCIepTHAS OlLleHKa
e BHyTpeHHSIS 3KCIIepTHAas OlleHKa

OmcaHue MeToaa BaIMau3anuy peKoMeHIarmin

Hacrosiiie pekoMeHIauuy B IMpeIBapUTeNbHON BepcUM pelleH3MPOBaHbl He3aBUCMMBIMM JKCIIEPTaMy, KOTOpbIe
MONPOCWINX MTPOKOMMEHTUPOBATD, IIPEXAE BCero, HACKOJIbKO MHTepIIpeTalysl A0Ka3aTelbCTB, JieXkalluX B OCHOBE
peKkoMeHIalMiA, JOCTYITHA /I TOHMMAaHMSI.

KomMeHTapuu, momyyeHHbIE OT 3KCIEPTOB, TIIATEIBHO CUCTEMAaTU3MPOBAIMUCH M OOCYKIAAUCh IperncenaTeneM U
yieHaMu paboueit rpymmbl. KaXnplii MYHKT OOCY)XOAJCS M BHOCMMBIE B pe3ylIbTaTe 3TOTO M3MeHeHUs B
peKoMeHZALUU PETUCTPUPOBATUCH. ECu ke M3MeHeHMs] He BHOCWINCh, TO PerMCTPUPOBAIMCH IPUUMHBI OTKa3a OT
BHeCEHUS] U3MEeHeHMUIA.

s OKOHYATETbHOM pelakiuMM ¥ KOHTPOJIS KavyeCcTBA PEKOMEHIAluVy ITOBTOPHO IMPOAHAIM3UPOBAHBI WieHAMMU
paboueii IPyIITbI, KOTOPbIE MPUILIY K 3aKIIOUEHNIO, UYTO BCe 3aMeUYaHUsT M KOMMEHTapUM SKCIIEPTOB MPUHSITHI BO
BHUMaHMe, PUCK CUCTEMATUYECKIX OUIMOOK IIpM pa3paboTKe peKOMEeHAANNI CBejleH K MUHUMYMY.

IlesieBast ayguUTOPUA JAHHBIX KIMHNYECKUX PEKOMEHIAIMIi:

1. Bpaun-oHKOJIOTH (Bpaun-XUPypri, Bpauu-ypoorn)
2. Bpaun-sHIOKpUHOIOTU

3. Bpaun-paguorepareBThl

4. Bpaun-naTosnoroaHaTOMBbI

5. Bpauu-TeparneBTbl

6. Bpaun o6111eit TpaKTUKK

IyarHoCcTUYecKue 1 ieueOHbIe OMIMM B OTHOLIEHUM ManyeHTOB ¢ AKP Tpe6yIoT MyIbTUAUCIUIUIMHAPHOTO MTOAX0a.
IMopaaoK 06GHOBIEHUS KIMHNYECKMUX PeKOMeHIatii

MexaH13M OOHOBJIEHUST KIVMHUYECKUX PEKOMEHIAIMIi MpeqycMaTPUBAeT UX CUCTEMATUYECKYIO aKTyaIn3aiuio — He
peke 4eM OAMH pa3 B TPU rofia, a Takke MpU IMOSIBJIEHUM HOBBIX JAHHBIX C MO3ULIMK AOKa3aTeIbHOM MeIULIMHBI 110
BOIIPOCAM [OMATHOCTMKM, JiedeHMs, NpOoMMIaKTUKM ¥ peabuauMTaluyM KOHKPETHBIX 3a60/eBaHMit, HaIUuUK
000CHOBAHHBIX JOTIOTHEHMII/3aMeUaHNit K paHee yTBepkaeHHbIM KP, HO He yamie 1 pa3a B 6 MecsIIeB.



Ilpunoxxkenue A3. CBI3aHHbIE JOKYMEHTHI

KP400. Xpounueckuit 60eBoit cuuapom (XBC) y B3pOC/IbIX MAIMEHTOB, HYKIAIOMIXCS B
PexkoMeHanmm mo 3aMeCTUTENbHOM Tepanuu npu JIeYeHUM MUTOTAHOM

1. A6comoTHasE HEJOCTATOYHOCTD TTFOKOKOPTUKOWU/IOB

¢ [IIOKOKOPTUKOWJIBI: C Hauaja Je4eHMss MUTOTaHOM ** mO3bI MPEBBIMIAIOT CTAHIapTHbIE:
o TupporopTuzoH** 50-75 mMr/cyT

e OueHKa aAeKBaTHOCTU 3aMeCTUTEeIbHON Tepanmmu IIPOU3BOAUTCA II0 KIMHUYECKUMM KpUTEPpUIM, BKIHOYAA
apTepmuaJibHOe OaBJIEHME, IIYJIbC, HaJ'II/I‘II/Ie/OTCyTCTBI/[e alrneTuTa, AMHAMMKY MAacCChl TeJa. Taxoke HeO6X0,£[I/[MO
NMPpUHMMATb BO BHMUMAaHME YPOBEHDb 3JIEKTPOJIMTOB KPOBHA.

2. MuHepaaKOpPTUKOUAHASI HELOCTATOUHOCTb PETY/ISIPHO OLIeHMBAETCs 110 YPOBHIO 3JIeKTPOIMTOB KPOBY, KOPPEKIIMSI
— GIyapoKOpTU30H**

3. TumoroHagM3sM y MYKUMH OLIEHMBAeTCSl 10 KIMHUYECKUM TMPOSIBIEHUSIM (3peKTuabHas IOUCHYHKUMS U
TMHEKOMACTus), TOATBEPXKAAETCS pe3yJabTaTaMM TOPMOHAJIBHOTO 0O6C/IefNoBaHus, TpeOyeT 3aMeCTUTEeNbHOI
Tepanuu.

4. BropyuHBIii TUIIOTUPEO3 perynsipHO oneHuBaetcs 1o yposHio TTI, T4 cs. (TTI - HOpma, cHmkeHme cB. T4 -
CHIDKEH) U TpeOyeT 3aMeCTUTETbHOI Tepanuu.

PekomeHpanuu mo MIPMMEHECHMIO MUTOTAaHA B KaUueCTBe aJblIOBAaHTHOI Tepannumn

¢ HauanbHast mo3a muToTaHa** coctasiser 1 r/cyT (2 Tabn/cyT). Kaxkabie 3—7 mHelt MpoBOAUTCS MOBbIeHue Ha 0.5
- 2 T/CcyT (C YUETOM IEePEHOCUMOCTH) M0 A03bl 4-8 r/cyT (8-16 Tabn/cyT), Mau AO MaKCUMAaJIbHO MEePEHOCHMOIi
JIO3bI; IIpernapaT MpUHUMAETCS 2 - 5 pa3/CyT BO BpeMsI efbl.

e JloBbllIEHNE O3Bl PETYANPYETCS

0 IIepeHOCHMMOCTbIO ITpernapara;
© MOCTUTHYTOJ TepareBTUYeCKoi KoHleHTpauyeii (14-20 MKr/mir)

¢ OueHuBaTh yPOBEHb MUTOTAHA™** B KPOBM HEOGXOIVIMO

o Kaxble 4—8 Hep 10 MOCTUKeHMS 11e/1eBOi 30HbI;
O MpU OOCTVDKEHUM Lie/IeBOV 30HbI Kaxkzaple 2-3 MeC B TeYeHue 2 jieT, B JaJbHelIlIeM BO3MOKHA OLIeHKa uyepe3
6oree qaUTeIbHbIE MHTEPBAJIbI

¢ KimuHMueckas  TomMueckas OlleHKa MPoBOaUTCs He pexe 1 pa3 B 2-3 mecsia
¢ Heo6xomumo orpefesieHye ypoBHS MUTOTaHA** B KPOBU ITPY BO3HUKHOBEHNY MTOOOYHBIX 3G (HEKTOB
¢ IIpy BO3HMKHOBEHUU ITOOOYHBIX 3(hPeKTOB:

0 He3HAYUTEeTbHbIX/YMEpPEeHHbBIX — MTPOSOIKUTH MIPUEM MUTOTAH, TPOBOOUTD CUMIITOMATUUYECKYIO Teparnio;

0 3HAUYUTENIbHBIX — BEPHYTCS K IMOCIeIHEl ITepeHOCUMOIi J03€e, TPOBOIUTD CUMITTOMATUYECKYIO Teparnio;

O TSDKENBIX — MPEeKPATUTh IIPMEM MUTOTaHA™**, MpoBeCTy crenuduyeckoe jeueHne CMMIITOMOB, 3aTeM BO30OHOBUTD
MUTOTAH™**, HaUMHas1 C MaJIbIX 103.



IIpunokenue b. Aaropurmsl BegeHUs nanueHTa

‘ OnyxoJib pe3ekTadeabHa ‘

/\

4)‘ Anexarnas pesexiyii (RO) ‘

ComunTensHad (Rx) mwim
HernonHas pesexims (R1)

Huzgnit mwnn
MPOMEXKY TOUHBIIT
PHCK pellHIHBa

|

BosmokHo
MHTOTAaH

Bricoxnii puck
peunanea

N

AIBIOBAHTHAA TCpanma
MHTOTAHOM, BO3IMOMKHA
JOTOJIHHTCIIEHAA TCPAITHA

Y
MuroTtan +
Bo3moxHo JIUJIT

i

/

—>‘ Kamnpre 2-3 Mecsna TonHdeckas 1 JadoparopHas IHarHOCTHKA ‘

Peunmiea Het

!

\

‘ MecTHEII peLane |
v

MecTHsIit pennane <6 Mec. HIH
pacrpocTpadeHHad opma —

I MectHeIi pennans > 12 mMec.

CM. Hepegemaﬁenbuas OMyXonb

PucyHoKk 1. Asiroputm JjieueHust Ipu pe3ekradesbHoM AKP

| Onyxons HepeleKTabe/IEHAa HIH NporpeccHpoBanne AKP |

/"

)
bez npemmectryromeri | IloneITKA |
1 1
aIBIOBAHTHOI eoom._) LWITOPEAYKTHBHOIO |
Tepanui MHTOTAHOM | BMEIAaTeNbCTBa i
Lo o e e e ) 1]
T

BO3MOKHOIT q03€e

MuToTan B MaKCHMATEHO

bricTpas nporpeccis |

\

Tocne nposeneHHOf
_| ambloBaHTHOI
TEpanuy MHTOTAHOM

Mutotad +EDP I

T

|
-

l Obcnenopanie Kamaee 2-3 Mecana ‘

/ T~

Taxensie NpOABRICHIA

Perpeccns i crabiinsanis | | [porpeccus |
MECTHBIX CHMITTOMOB
i
y W
9
Xupypruueckoe neueHue’ Momudpuramma/cmena | | Paguoxupyprus mwin
IIponomxeHue TEpanuu IIXT PUA

muToradoM +/- EDP

PuicyHOK 2. AJITOPUTM JIeYeHMsI P Hepe3eKTabeIbHOM WM nporpeccupyomem AKP



IIpunoxxenue B. UHdopMmauus ajis1 maliiMeHTOB

Pak Kopbl HaAMOYEYHMKA, WIM aAPEeHOKOPTUKaAbHBIN pak (AKP) - penkoe (opdaHHOE) OITyX0JeBoe
3abo0seBaHMe, XapaKTepusylolieecsi, Kak IPaBUIO, MO3JHMM CPOKOM BBISBIEHMS M, NPU HECBOEBPEMEHHOM U
HEIOJTHOM JIeUeHWMM, HeOIaronpuaTHeIM IporHo3oM. AKP mpuMepHO B IIOJIOBMHE HAOMIONEHUIA MOXKeT
COTIPOBOXKIATHCS MOBBIIIEHHBIM BBIZIEJIEHMEM B KDOBb TOPMOHOB HaATIOUEYHMKOB [115].

AKP - omHa U3 caMbIX peJKUX OIyXoseit yesoBeka. EskeromHo BoiaBasiioT 0,5-2 cyyas AKP Ha MUW/UTMOH HaceneHus.
JKeHnyHbI 6071€10T B 2.5 pasa yalie My>KUMH, CpeHMIT BO3pacT MaIMeHToB cocTaBiseT 46 ynet. B Poccun AKP BHeceH
B IlepeueHb penkux (opdaHHbIX) 3ab6oneBaHmit Mun3gpaBa PO (https:/www.rosminzdrav.ru/documents/8048-
perechen-redkih-orfannyh-zabolevaniy).

IIpuunnusl pazsutusa AKP

IIpMuyMHbBl BOSHMKHOBEHUST U mporpeccupoBanust AKP, oueBMAHO, 3aK/IIOYAIOTCSI B reHeTHUecKux gedekrax. OHu
MOTYT 3aTparuBaThb MCKIKUUTENIbHO KJIETKM KODPbl HAAIIOYEUHMKA, M3 KOTOPBIX M pa3BUBAETCS OIMyXojib. B 3ToM
oryyae 3aboyeBaHMe 3aTParMBaeT TOJBKO CAMOTO TMalleHTa ¥ He HacleqyeTcs: ero AeTbmu. fopasgo pexke (3-5% ot
Bcex cryyaeB AKP cpeny B3powisix manyeHToB) AKP pa3BuBaeTcsl u3-3a BPOKIEHHBIX TeHETUUYECKUX J1e(eKTOB,
MIPUCYTCTBYIOLIMX BO BCEX KJIeTKaxX OpraHusMa. B atom ciydae rosopsrt o passutum AKP B pamkax Hac/ieICTBEHHOTO
curapoma. Ha cerogusmumii neHb, AKP omycaH Kak KOMIIOHEHT CIeAyOUMX CMHAPOMOB: JIn-®dpaymeny, JInHua,
MHOKeCTBEHHOI SHIOKpPMHHOI Heorta3uu 1 Tuma, FapaHepa (ceMeliHbIii aleHOMATO3HbIN MOAMUII03), KOMILIeKCa
Kapuu, BekBura-BaiimemaHa, Heiipodubpomarosa 1 tuma. B cryuae, ecin y manyeHTa BbisBieH AKP B cocraBe
HaCIeICTBEHHOTO CMHIPOMA, He06X0AMO 006C/IeI0BaTh €Tr0 KPOBHBIX POACTBEHHIKOB U, IIPEXKIE BCETO, NEeTe.

BaxkHo oTmeTuTh, uTO Ccpenu Bcex ciayuyaeB AKP B perckom Bospacte 80% 0O6YC/IOBIEeHBI BPOXKIEHHBIMU
reHeTYeCcKMMU nedeKkramy, MPUBOIASIIMMY K Pa3BUTHIO cCMHApPOMa JIn-DpayMeHn.

YeTKO# CBSI3M MeXOy BO3HMKHOBeHMeM AKP u 00pasoM KM3HM WIM BHEMIHMMM (AaKTOpamyu [0 HACTOSIIETO
BpeMeHM He 0OHapYKeHO.

IIposisnenus AKP
B 50-60% cinyyaeB AKP colpoBOsKIaeTcs MTOBBIIIEHHO MPOAYKIMel TOpPMOHOB KOPbI HaJIMOYEUHUKOB, & MMEHHO:

1. ITTIOKOKOPTUKOWIBI (KOPTU3O0JI ¥ KOPTU3OH);
2. MMHEPaJIOKOPTUKOUIBI (A/IbIOCTEPOH, KOPTUKOCTEPOH U Je30KCUKOPTUKOCTEPOH);
3. 110710Bble TOPMOHBI (AHJPOTeHbI ¥ 3CTPOreHbI).

BO/MBIIMHCTBO OMyXoJeli M30AMPOBAHHO CEKpeTUpyeT KOpTuson (mo 60%) wiu aHApOTeHbl B KOMOMHAIMMU C
KopTu3onoM (30%).

JKano6bl ManueHToB ¢ TOPMOHAIbHO-aKTUBHBIM AKP ompezensitoTcs: MOBBIIIEHHO MPOAYKIME COOTBETCTBYIOMINX
TOPMOHOB:

- KopTusona (o6mast ¢1aboCcTb, TOJOBHBIE GOMM, OKMPEHME, C TUIIMYHBIM OTIOKEHMEM >KMPOBOJ KIETUYATKU B
o6acTy uia, ey, TPyan, KMBOTA. JIUIIO TP 9TOM BBIISIIUT OKPYIJIBIM, JIYHOOOpasHbIM. Ha Iiekax MosiB/sieTcst
MypITyPHBIi pyMsiHell. PyKu U HOTM HAOOGOPOT CTAaHOBSITCS TOHKMMM M3-3a YMEHbIIEHMsS] MacChl MbIiill. Ha Koxke
TIOSIBJISIIOTCSI yTPeBbIe BBICHITTaHMSI. PaHbI 1 TTOpe3bl 3a5KMBAIOT MelJIeHHO. BO3HMKAIOT 60U B KOCTSIX U CKJIOHHOCTD K
repesioMmaM, 6ecIuIofie, TIOBbIIIeHNEe apTePUATbHOTO aBIeHUS U [IP.);

- aJIbZOCTEPOHA (TTOBBIIIEHME apTepUaATbHOTO AABIEHMS, CIaOOCTb MBIIIII BCIEICTBME TTOTEPY KaJus);

- TeCTOCTEpOHAa (pOCT He)KeylaTe/IbHbIX BOJIOC Ha TeJjie, IOHV>KEHNe TeM6pa rojioca, yBeJindeHmne KiInTopa y >KeHIIVH,
IMOBLIIE€HME )XUPDHOCTU M HEUMCTOTA KO)KI/I);

- 9CTPOreHOB (MMIIOTEHLIVS, yBeJIMYeHMe TPYOHBIX JKele3 Yy MY)KUMH, MaTOUHble KDOBOTEUEeHMsI y J>KeHIIMH B
TIOCTMEHOIIay3e).

TopMOHa/IbHO-HeaKTUBHbIE OMyX0nM BCTpeuaioTcss B 40% ciayyaeB M KOBapHBI IIOTOMY, UTO JOJrOe BpeMs MOTYT
HMKAK O cebe He 3asB/ISITh M B [ajbHENIIeM, NP YBeIUMUYEHUM pa3MepOB OITyXOJIM, IIPOSIBISITBCS OOLIMMMU
Hecrenu(MUIHBIMU CUMITTOMaMM: JUCKOMGOPTOM WM GOISIMU B SKUBOTE WU CIIMHE, OIIyIIeHMeM MeperoTHeHNS B
KMBOTe, HAIM4YYeM 06beMHOro 06pa3oBaHMsi B OPIOLTHOM TOMIOCTY, ONpPeseIsieMOro BpauoM VUM CaMOCTOSITEIbHO
MalMeHTOM IIPY OLTYIIbIBaHMY KUBOTA.

BoisiBnenne (auarnoctuka) AKP


https://www.rosminzdrav.ru/documents/8048-perechen-redkih-orfannyh-zabolevaniy

[llupokoe BHeApeHME B KIMHUYECKYH) MPAKTUKYy METOLOB JYy4€BOW IOMArHOCTMKM, TakMX KaK YIbTPa3BYKOBOE
uccnenoBanue (Y3U1), kommbioTepHasi Tomorpadus (KT), MarHUTHO-pe3oHaHCHas1 Tomorpadus (MPT), npuBesno K
PE3KOMY YBEIMUEHUIO YM(C/Ia CTyYaliHO BBISIBJIEHHBIX OITyXOjeil HagnouyedHMKOB. CIy4ailHO BbISIBJIEHHAsI OITYXOJb
HaJMoYevyHMKa MOKeT OKa3aTbCs KaK TOPMOHQIbHO-HEaKTUMBHOM, TaK UM aKTUBHO NPOM3BOAUTL pPa3IMYHbIE
TOPMOHBI (CMOTpM BBIIIE); MCXOOUTH U3 PA3AMUHBIX YacTeli HAAMOUYEeYHMKA, ObITh 3JI0KAYECTBEHHOI WU
mo6pokavecTBeHHOM. Cpely BCeX CAyYaifHO BbISIBJIEHHBIX OITyxoseit Haamoueunnka AKP BeTpeuaeTcst mpuMepHO B
4% cmyJdaes.

Ilpu momospenunu Ha AKP mpoBomuTcst jabopaTopHas OMarHOCTMKA, KOTOpasl 3aK/IIOUaeTcsl B BbISIBIEHUU
TOPMOHAJIbHBIX HapyLIeHUH, XapaKTepHBIX IJi1 TOPMOHAIbHO-akTMBHOTO AKP. [l monTBepsKaeHMs/MICKIIOUeHNS
TOPMOHAJIbHOJ aKTMBHOCTH OITyXOJIM PeKOMEeHJ0BaHbI CJIeyIolIyie MeTOIbI Tab0paTOPHOM IMarHOCTUKMA:

e OmpefeNieHle KOPTU30/a B paHHME YTPeHHMeE Yachl Ha (poHe MOmABIISIONIETO TECTA C AEKCAMETA30HOM;

® TIPU OTCYTCTBUU (DM3MOIOTMUECKOTO MOJABAEHMUST YPOBHS KOPTU30/Ia — OIpeNe/eHe apeHOKOPTUKOTPOITHOTO
rOPMOHA B YTPEHHME Yachl;

e BCEM TMAalMEHTaM C BbISIBJIEHHON OMYyXO/lbl0 HAATIOUEYHMKA [JISI MCKIIOUEHUS NPYroil OMacHOi OMmyXouu —
(heoxpoMOIIMTOMBI, TIOKa3aHO OIpeeeHe HopMmeTaHedbprHa 1 MeTaHe(ppUHA B CYTOUHOI MOUe W TJIa3Me;

e MpY HaAMUMM Y TAIMEHTA C OIYXOJbI0 HAIIIOYEUHMKA apTepuaJbHOM TMIIEPTEH3UM IOKAa3aHO OIpe[e/eHMe
COOTHOIIIEHNSI MEKAY YPOBHEM aibJOCTEPOHA ¥ aKTMBHOCTBHIO PEHMHA IUIa3Mbl [IJIS1 VCK/IIOUEHMS TePBUYHOTO
IUIIEePaIbIOCTePOHN3MA;

* TIpM MOJO3PEHMM HA U30JMPOBAHHYIO WM COYETAHHYIO (C TUIEPKOPTUIM3MOM) OMYXOIEBYIO TUIIEPIIPOAYKIINIO
TTOJIOBBIX TOPMOHOB TTOKa3aHo orpeeneHne CTEPOUIHbBIX TOpPMOHOB CBHIBOPOTKM KpOBMU
(mernaposnmMaHIpoCcTEPOH-CYIbdat, 17-0OKCUIIPOrecTeEPOH, aHAPOCTEHAMOH, TECTOCTEPOH, 17-B-acTpaguon y
MY3KUMH ¥ SKEHIIMH B MeHoIayse).

MeTonbl JIyueBO¥ OMAarHOCTMKM Ha COBPEeMEHHOM 3Talle MMeIOT BaKHelilllee 3HaueHMe [Jis1 HOOINepalioHHOTO
nonTBepskAeHus: auarHosa AKP. U ecin Hanmuuye TPSIMBIX MPU3HAKOB 37I0KAYECTBEHHOCTY OIYXOM, TaKMX Kak
MpopacTaHyue B OKPY)KaIIMe OpraHbl, METACTATMUECKOE TIopaskeHMe TUM(OY3/I0B, TeUeHM, JEeTKUX, AejlaeT JUarHo3
AKP mpakTuMuyecky O4eBUIHBIM, TO X OTCYTCTBME CTABUT 3a[a4dy 110 BbISBIEHUIO TTPU3HAKOB, XapaKTePHbIX MMEHHO
IIJIST 3TOV OITYXOJN.

Kommnblorepuas Tomorpadms (KT) — «30/10TO CTaHIAPT» JIyUeBOI AMArHOCTUKY OITyX0Jieit HaITIOUeYHMKOB.

VnbpTpasBykoBoe mcciaegoBanue (Y3M) uUConb3yeTcs JOBOJIbHO YaCTO B KaueCTBe MEePBUYHOTO AMAarHOCTUYECKOTO
MeTopa. Y3V oveHb XOpOILO OIpenenseT OMyX0jib, HO, K COXaJeHUI0, He BCerga MOXEeT TOUYHO OIpenenuTb
MIPOUCXOXKIEeHMEe 3TOi omyxonu. Y3W MoskeT ObITh MCIIOMb30BAHO [JIS TEPBUUHON AMArHOCTUKYU OITyXojeit
HAATIOYEYHMKOB B CTy4ae HEBO3MOXKHOCTY BBIITOJHEHMSI KOMITBIOTEPHOJ TOMOTrpabmn.

MaruuTtHo-pe3oHaHcHass Tomorpaduss (MPT) pekomeHAoBaHa [l TEePBUYHON [IMArHOCTUKM  OITyXojeit
HAJIIOYEYHMKOB, a TakkKe JJI1 MCKIIOYEHUSI MeTacTa3oB B TojloBHOM Mosre. MPT o6najgaeT BbICOKOI
YYBCTBUTEIbHOCTBIO B BBISIBJIEHMM OITyXO0JIell HAATIOYeYHMUKOB, OLIEHKY COCTOSIHVSI OITyXO/IM, B TOM UMCJIe TTOPaskeHus
coceqHMX OpraHoB. OZHAKO TOYHOCTb JAHHOTO MeToia MoKa Huske, yeM KT.

OcreocuuHTUrpadusa (cumHTUrpadms KOCTei ) peKOMeHI0BaHa Py MTOJ03PEHM Ha MeTacTasbl KOCTEN CKeJleTa.

IosutpouHo-3MuccuonHass tomorpabus (II9T) ¢ mesorcudroprmoko3oii (OAI) mokaszaHa AJis ONpeneneHus
CTaAuM ¥ DACIpOCTPaHEHHOCTM IIpoliecca, a Takke B KayecTBe [MAarHOCTMYECKOTO METOZa, IO3BOJSIOLIETO
OTIpe/ieNINTD 37I0KaYeCTBEHHBII TOTeHLIMa TP HeGOMbUIMX Pa3Mepax OIyXoiu (Io 4 cm).

Iyakmuonuass Owuomcuss B corydyae AKP He wuMeeT [OKa3aHHBIX MPEUMMYLIECTB, o06/aflaeT HU3KO
YYBCTBUTEIBHOCTHIO, HEIOCTATOYHOM MHGOPMATUBHOCTHIO M BBICOKOI BEpPOSITHOCTHIO OCIOKHEHMI, MO3TOMY ee
MpoBeJieHNe He M0Ka3aHo.

Jleuenne AKP

HOuarHoctuka u nedyeHne AKP no/mKHBI IpOMCXOOUTH C y4aCTMeM Bpauya-3HIOKPMHOIOra, Bpaya-Xupypra, Bpava-
OHKOJIOTa, Bpaya-KJIMHUYECKO) J1abopaTOPHOM MAMArHOCTMKM, Bpada-pajuojora B CIEIMaJIM3MPOBAHHOM
YUYpexaeHUN/OTIeIeHUN.

Haun6onee 3¢eKTHBHBIM METOAOM JieUeHUs SIBJISeTCS Xupypruueckuit. IIpu BoisBieHun AKP Ha paHHMX CTaauUSIX
3abosieBaHMsI, KOTAA HET ITPOpacTaHusl OMyXOIM B SKM3HEHHO BaskHbIe OpraHbl M/WIX MHOTOUMCIEHHbBIX METACTa30B,
orepaiusi SIBJsSeTCSl MepBbIM 3TallOM KOMIUIEKCHOI Tepamnuu. Jlajnee mpu OTCYTCTBUMM MeETACTa30B XUPYpPruueckoe
JleyeHre MOXKeT ObITh JOMOTHEHO Ha3HaueHueM JIC B aablOBAaHTHOM pekuMe). PellleHue o JledeHUM MIPUHUMAETCS
Ha OCHOBaHMIM 0COBGEHHOCTet OmyXo/u (TIpeskae Bcero, uuaekc Ki67) u teuenus AKP y maHHOTO MaieHTa.

B ciyyae Hanmuums MeTacTa3oB Ha MOMeEHT BbIsiBieHMsI AKP win BO3HMKHOBEHMSI UX B JajibHelleM KOMILIEKCHOe
JieueHNe AO/KHO BKJIIOUATh Y XUMUOTEPATIUIO.



MHOXeCcTBeHHble MeTacTa3bl M/WiK MpopacTaHue OMyXOdu B KM3HEHHO BakHble OpraHbl HA MOMEHT MOCTaHOBKU
nuarHo3a AKP, kak ImpaBuiIo, He TTO3BOJISIIOT IMPOBECTM aJIEKBATHOE XUPYPTrMUUeCKoe JeueHne UM MOTyT IIPUBECTH K
Cepbe3HbIM OCJIOKHEHMSIM BO BpeMs omepaiyu. II03ToMy B TaKO¥ CUTyallUuy JieueHe HAYMHAIOT ¢ XMMMUOTeparmu,
YTO, B OOJILIIMHCTBE CTy4ae, IPUBOAUT K YMEHbBIIEHMIO pa3MePOB OIyX0JIEeBbIX 0UATOB; /1ajiee MIPOBOASIT ONEPALINIO.

HucraHimoHHas ydyeBas Tepanus (JJIT) pekomeHA0BaHa B KauecTBe NMa/UIMaTUBHOI Tepanuu npu MeTtactazax AKP
B KOCTU U LIEHTPa/IbHYIO HEPBHYIO CUCTEMY.

TapreTHas Tepanusl B HacTosilllee BpeMsI He peKOMeHJ0BaHa JJIs1 Ie4eHUs MalMeHTOB C pacnpocrtpaHeHHbIM AKP,
T.K. B psifie UCCIe0OBaHMIi BO3MOXKHOCTM MPMMEeHEeHMsI IIperapaToB 3TOro Kjiacca MpyY pacIpoCcTpaHeHHbIX dopMax
AKP 6bUTM ITPOJIEMOHCTPUPOBAHbBI HEYIOBJIETBOPUTEIbHbIE PE3Y/IbTATHI.

IIporuos

B uenom, mporHos AKP ompenensercs CBOEBPEMEHHOCTbIO BbISBJeHUST 3ab6oneBanus, 3(PheKTUBHOCTHIO
[IPOBOAVIMOTO JIEYEHMSI ¥ IIPMBEPKEHHOCTHIO MMalyieHTa K Teparmi.

Jleuenue AKP sBisieTcsl JIUTeNbHBIM M TPYLOEMKUM IIPOILIECCOM, TpebyeT yCuiIuii He TOMbKO KOMaHAbI Bpayeil u
camoro nanyeHnTa. [IpuBep>KeHHOCTb K JIeUEHWIO, BBIMIOJIHEHVE PEKOMEH IalMii TT0 CBOEBPEMEHHOMY 06C/IeJOBAaHUIO
U JIEUeHUIO, KaK MPABUJIO, MTO3BOJISIIOT JOOUTHCS yiryuineHus win crabunmsanyst AKP. Hanbosnee He61arompusTHbIN
MPOTHO3 OTMEYAaeTCsl y IMalyMeHTOB, KOTOPble OTPUIAIOT CBOE 3ab0jeBaHMe M He BBIMOJHSIOT PEKOMEHOAIUIA
Jlevyalero Bpayva.



IIpunoxenmue I'.

IIpunoxxenue I'l. Kputepuu oneHKky oTBeTta onyxoiu Ha jedeHue (RECIST 1.1)

HaszBaHue Ha pycckoMm si3bIke: KpuTepumu OlLleHKM OTBeTa OMyXOaM Ha XuMuorepamneBTuueckoe sedyenue (RECIST
1.1)

OpuruHaabHOe Ha3BaHMe: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)
HcTouHMK (IIyGAMKaLS C BAIMAALMe):

Eisenhauer EA, Therasse P, Bogaerts J, Schwartz LH, Sargent D, Ford R, Dancey J, Arbuck S, Gwyther S, Mooney M et
al: New response evaluation criteria in solid tumours: revised RECIST guideline (version 1.1). Eur J Cancer 2009,
45(2):228-247

HcTouHUK (Ha PyCCKOM fI3bIKE):

Tom6oneBckuit BA, Jlaiiman Alll, IllanmeB AH, Bmagsumupckuit AB, Moposo CII (pen.): MeTtoguueckue
peKoMeHAAIMY 0 MPUMEHEHMIO KPUTepueB OTBeTa COMMAHBIX OIyXOJieil Ha XMMMOTepareBTUUYeCKoe JieueHue
(RECIST 1.1). MeTonuueckue peKoMeHaalNn Ne¢ 46; 2018.
http://medradiology.moscow/d/1364488/d/no46_2018 _recist_11.pdf

Twum: [1Ikana oLieHKU
HasHaueHme: OlleHKA OTBeTAa Ha XMMMUOTEeparneBTUIEeCKOe JieueHne

Ta6nuua 15. OueHKa pa3MepoB OCHOBHOT'O OITyXO0JIEBOTO oyara

UcuesHoBeHUE Bcex 3KCTpaHOA4aNbHbIX LeseBbIX 06pa30BaHl4171. Bce naTtonoruueckue ﬂMMCbaTVIHeCKME Y3nbl
AOMKHbI YMEHbLWUTLCS <10 MM N0 KOPOTKOM OCU B abCONOTHOM 3HAYEHUU.

MonHbIi oTBET
(Complete Response - CR)

YMeHblUeHne CyMMbl HanbonbluMx pa3MepoB oyarosB 6onee yeM Ha 30%; ANs cpaBHeHus HepeTca nepBUYHOE
nccnegosaHue.,

YacTuuHbli oTBET
(Partial Response - PR)

MporpeccvpoBaHne  3abonesaHus  (Progressive o " o
e YBennuyeHne cyMMbl HanbosblWMX pa3MepoB He MeHee YyeM Ha 20 % MO CpaBHEHWIO C BPEMEHHO TOYKOW,

Disease - PD
MMeloLLeN HauMeHbLLYI0 CYMMY HanbonblimMx pa3mepoB (Haaup)
e CyMMa HanbonbluMx pasMepoB JO/KHA AEMOHCTpUpoBaTb abCcoNOTHOE yBEeNMYeHne pasMepoB He MeHee
YyeMm Ha 5 MM,
e [locTOBepHOE MosiB/IEHNE HOBOrO OMyX0/IeBOr0 oyara
Crabunusaumsa 3abonesanus (Stable Disease - SD) HecooTtBetcTBue kputepuam CR unm PR npu otcyTcTBum PD.

Ta6muua 16. OeHka MeTacTaTM4eckKux 049aros

MonHbiit oTBeT (Complete Response - CR
( P P ) e VicuesHoBeHWe BCeX [OMOJSIHUTE/bHbBIX O4aroB U HOPManu3aLus ypOBHS OMyXOeBblX MapKepoB.

o Bce numbaTnueckue y3nbl JOMKHbI UMETb pa3Mep MeHee 10 MM MO KOPOTKOW OCH.

e HopManusauuns ypoBHS OMyXoneBbix MapKepos

MporpeccupoBaHne 3abonesaHunsa (Progressive OAHO3HaYyHasa Nporpeccus AOMNOMHUTENbHBIX 04aroB, NOSIBIEHWE OLHOIO UM HECKONbKUX HOBbIX O4aros.
Disease - PD)

Ta6muua 17. CymmapHas oleHKa 3a00/ieBaHMs

LleneBble ouaru HeueneBble ouaru HoBble ouaru O6wumit oTseT

MonHbI oTBET MonHbIil oTBET Het MonHblil oTBET

MonHbIin oTBET YacTuyHbIn OTBET/CTabuNbHbIN Het YacTuuHbI oTBET
npouecc

MonHbIlA oTBET Henb3sa oueHnTb Het YacTuuHbIl oTBET

YacTuuHbIit oTBET HeT nporpeccupoBaHust 3abonesaHus Het YacTuuHbIin oTBET
W HeNb3sl OLEHWUTb

CrabunbHoe 3aboneBaHne HeT nporpeccupoBaHust 3aboneBaHus Het CrabunbHoe 3aboneBaHne
WU HENb3A OUEHUTb




Henb3s oueHuTb HeTt nporpeccupoBaHus 3aboneBaHus Het Henb3s oueHuTb

MporpeccupoBaHue 3abonesaHus Noboe cocTosiHne Noboe cocTosiHne MporpeccupoBaHue 3abonesBaHus
Joboe cocTosHne MporpeccupoBaHune 3abonesaHus Noboe cocTosiHne MporpeccupoBaHue 3abonesBaHus
Joboe cocTosHne Noboe cocTosiHne Ectb MporpeccupoBaHue 3aboneBanHus

IIpunoxxenue I'2. Kpurepuun agekKBaTHOCTHU OIlepaniumn

Ha3BaHme Ha pycckom si3bIke: Kinaccuduraimii pesyayanbHbix omyxosneit (R Knaccubukaims)
OpurunanbHoe HasBaHue: Residual Tumour (R) Classification
HcTouHMK (IIyGAMKaLSI C BAIMAALMet):

Brierley J, Gospodarowicz MK, Wittekind Ch (eds). TNM classification of malignant tumours. Oxford, UK ; Hoboken,
NJ : John Wiley & Sons, Inc., 2017.

Twum: [lIkana oLieHKU
HasHaueHmMe: OlleHKa afeKBaTHOCTU XUPYPTUIECKOTO JIeUeHUsI 0 HaTMUMIO/OTCYyTCTBUIO Pe3UAyaTbHON OITyX0aIn

Ta6numa 18. Knaccudmkanmii pesuayanbHbix omyxoneit (R Kiaccudmkanys)

RO Pe3suayanbHas onyxosb OTCYTCTBYET (MoSiHasi pe3eKumns C OTCYTCTBMEM NMPU3HAKOB OMYyXO0/EBOro pocTa)
R1 Pe3suayanbHas onyxosb ONpeAensieTcsi MUKpPOCKonuyecku (MpusHaku onyxoneBoro pocta B Kpasix yAaneHHoM TkaHu)
R2 Pe3svayanbHas onyxosb ONpeAensieTcsl MakpoCKonMUyecky (0CTaTKu OMyxo/u, MakpoCKOMMYeckn BUAMbIE BO BPEMS onepaLmm)

Rx HepoctaTtouyHo AaHHbIX ANs onpeaeneHusa peSMﬂ,yal’leOl\;i onyxonu (OLleHIATb afEeKBATHOCTb onNepaunun HEBO3MOXHO WU AaHHblEe COMHMTeﬂbeI)




