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CHucok coKpalneHuu

BOIr-MIT/KT - [O3UTPOHHO-3MHCCHOHHAsT ToMorpadus ¢ 18-dTOpae30KCHITIIOKO301A,

COBMEUIEHHAsI ¢ KOMIIBIOTEPHOM TOMOrpadueit
AJCC — Amepukanckuii 00beTMHEHHBIH KOMUTET 10 paKy

ENSAT — EBpormneiickas pabouas rpymnmna mo u3yueHuto omyxosnei HaganodeunukoB (European Network
for the Study of Adrenal Tumors)

HU (enunuusl XayHcdunaa) - I€HCUTOMETpUUYECKUE MoKa3aTesu rpu nposeaeHnu KT

RECIST — Kpurepuu oTBeTa conmuanbix omyxoinei Ha Tepanuto (Response evaluation criteria in solid

tumors)
SUV (standartised uptake value) - HaxomuTeabHBIH KpuTepuit mpu ' SOAL-TIIT/KT

TNM - MexnayHapoanass KiaccuuKanus  CTaAui  3J0KaYECTBEHHBIX  HOBOOOpAa3OBaHUU

(a66peBmarypa ot Tumor, Nodus, Metastasis)

UICC — MexyHapoaabiii coro3 1o 6opsoe ¢ pakoM (Union for International Cancer Control)
AT — apTepuanbHasi TUIIEPTEH3HS

AKP — pak kopbl HaANOYEUHUKA (CUH.: aAPEHOKOPTUKAIIBbHBIN paK)

AKTT — anpeHOKOPTUKOTPOIHBIA TOPMOH

AJIT — ananuH-aMMuHOTpaHCchepasa

APC — asib10CTEPOH-PEHMHOBOE COOTHOIIEHHE

ACT — acnaprar-amuHOTpaHcdepaza

BO3 — BcemupHast opranuzaiusi 3[paBoOXpaHeHHUs

JJUIT — nucTaHIIMOHHAs JIyueBasi Teparus

I'T'TII — raMmma-rmyTaMiI-TpaHCIIENITUAA3A

I'CIHI — mmoGymnuH, CBSI3bIBAIOLININ TTOJIOBBIE CTEPOUIBI

HUI'X — "MMYHOTHCTOXMMHYECKOE HCCIIEIOBAHNE

KY — xoHTpacTHOE ycuiieHue

MKB-10 — Mexaynaponnas kiaccudukanus 6oaesneit 10-ro nepecmortpa

MPT — mMarHuTHO-pe30HaHCHAs: TOMOTpadus



MCKT — mynbTucnupanibHas KOMIbIOTepHas ToMorpadus
MD3DH — cuHIpPOM MHOKECTBEHHBIX dHJIOKPUHHBIX HEOIUIA3UM
HIIB — HrkHAS no1ast BEHa

OBII — opransl OPIOIITHOM MOJIOCTH

OI'K — opraHnsl rpyHOM KIETKH

IIT'A — nepBUYHBII THIEPATIBI0CTEPOHU3M

OXI/IIT — dpeoxpoMoruToMa/maparanriinoMma

CHUK - cungpom NUnenko-Kymnnra

TTI - TupeoTpoIHbI TOPMOH

¥Y3U — ynbpTpa3ByKOBOE MCCIIEIOBAHKE



TepMuHBI U onIpeaeICHUS

AlbIOBaHTHAasI XUMHUOTEPAININA — XUMHUOTCPAIIUA, IpUMCHACMAs IMOCJIC JIOKAJIbHOI'O BO3JICUCTBUS Ha

OITYXOJIb B ICJIX dpaduKaly WIW JJIUTCIbHOIO ITOAABIICHUS MUKPOMETACTA30B

I'epmuHaTuBHAsE mMyTanusi — U3MEHEHHME CTPYKTYpbl TeHa (IOCIEN0BaTENbHOCTH HYKIJIEOTHIOB,
XPOMOCOMBI, TEHOMa), IT0 CPABHEHHIO C PEPEPEHCHON MOCIEN0BATEIbHOCTHIO, BO3HUKIIIEE B ITOJIOBBIX

(3apOJIBITIIEBHIX ) KICTKAX.

FI/IHepKOPTI/IHI/I3M (3HI[OI‘6HHI>II>1) -  KOMIIJIICKC KIMHHYCCKHX CHMIITOMOB, O6YCJ'IOBJI€HHI>IX
JIIMTCIBbHBIM BO3HCﬁCTBH€M KOPTUKOCTCPOMIAOB Ha OpraHu3M BCJICACTBHUC HX M30BITOYHOM

SHJIOTEHHOW MPOTYKIIHH.

JlpaiiBepHasi MyTanusi — W3MEHEHHE CTPYKTYphl TIeHa (IIOCJIeI0BaTeIbHOCTH HYKJIEOTHIOB,

XPOMOCOMBI, T€HOMA), THUIIUUPYIOIIee TPEBPAILIEHHE HOPMATILHOM KJIETKU B PAKOBYIO

NHuuaenTajsoma Haamo4Ye4yHWKa - coOuparelbHOE TMOHATHE, BKIIOYAIOIIEE pPa3HOOOPa3HYIO IO
MopdoJioruu  Tpymiy omnyxojied Oomee 1 cM B jguameTpe, CIydyalHO BBISBICHHBIX IPHU

PazvoIOrNYECKOM 00CIIEJOBaHUY.
Kanueporenes - ciioxHbIi 1aTO(U3UOIOTHYECKHUI MTPOLIECC 3aPOKACHUS U PA3BUTHS OITYXOJIH.

Myrtanusi — cTolikoe (TO €CTh Takoe, KOTOpOE MOXKET OBbITh YHACJIEAOBAaHO IMOTOMKAMHU

JTAHHOM KJICTKU WU OoprannsMa B CjIy4dac FCpMHHaTHBHOﬁ My'TaHI/II/I) N3MCHCHHEC I'CHOMA.

OCTpaH HaANIOYCYHHUKOBasgA HEAOCTATOYHOCTbD — CHMIITOMOKOMIIJICKC, O6YCHOBJ'I€HHBII>1 PE3KUM

CHMO)KCHHUEM HMJIM ITOJTHBIM IPCKPAIICHUEM CI)YHKHHOHaHBHOfI ACATCIIBHOCTHU KOPBI HAATIOUYCYHHUKOB.

Opdannoe 3a00eBaHue — penkoe 3a00J€BaHUE, KOTOPOE BCTPEYACTCS Y HEOOJIBIIOrO KOJUYECTBA
JIOIE OTHOCUTENBHO OOIIeH YHCIEHHOCTHM HaceleHus: B EBpome peakuMm TPUHATO CUUTATh
3a0o0sieBaHKEe C pacmpocTpaHeHHOCThIO 1 yenoBek Ha 2000 Hacenenus, B CIIIA — ecnu 3aTparuBaroT

He meHee 2000 yesnoBek, B Poccuu — He Oosiee 10 yenmoek Ha 100 000 HaceneHus.

IlepBUYHBIM TUNEPATIBAOCTEPOHU3M — KIMHUYECKUWA CHHAPOM, PA3BUBAIOUIMICSA B PE3YJIbTATE
U30BITOYHON TMPOIAYKIIUU aJbJAOCTEpOHA KIyOOUYKOBOW 30HOW KOPKOBOTO BEIIECTBA HAIIOYCUHUKOB,
P KOTOPOM CEKpelusi ajbJOCTEPOHA MOJHOCTHIO WJIM YACTUYHO ABTOHOMHA MO OTHOLICHUKD K
PEHUH-AaHTUOTEH3UHOBOU CHUCTEME, 4TO 00yCIIOBITUBACT pa3BUTHE HU3KOPEHUHOBOU

TUITOKAJIMEMUYECKON apTepUaIbHON THIIEPTEH3HUM.

Cur”HajbHblii MyThb — MOCIEAOBATEILHOCTh MOJEKYJI, MOCPEICTBOM KOTOPBIX HMHQOpMAIuUs OT

KJIETOYHOTO PEeIEenTopa NepeaaeTcss BHYTPH KICTKH.

Cunapom «HeynpasJisieMOi FeMOAMHAMUKHN» — IIATOJIOTHYECKOE COCTOSHUE, BOZHUKAIOIIEE Ha (DOHE
KAaTE€XOJIaMUHIIPOAYLUPYIOLIEH OIyXOJIM HAAINOYCUHHUKA U XapPAKTEPU3YIOLIEECS PE3KUM YYallCHUEM
TUIEPTEH3UBHBIX BBICOKOAMILUTUTYIHBIX KPU30B C YCYTyOJstolIeiicss HeKypaOeabHOW TMIOTOHHEH B

MCXKIIPUCTYITHOM IICPUOJLC


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

CucremHas XUMHOTEpanuss — BBCIACHHUC IIpCiaparoB BHYTPb, IIOJAKOXHO, BHYTPUBCHHO,

BHYTPHUMBILIEYHO, PACCYUTAHHOE HA OOIINK TPOTUBOOIYX0IEBBIN D PEKT.

@eoxXpoMOIUTOMA - OMNyX0db XpoMapdUHHBIX KJIETOK CHMIIATO-aJAPCHATIOBOM  CHUCTEMBI
HAJIIOYEYHUKOBOM WJIM BHEHAJIIOYEYHUKOBOM JIOKAJW3allMu, KaK TMPaBWIO, CEKpPETUpYroIas

KaTC€XOJIaMHWHBI.



1. Kparkast ungopmanus

1.1 Onpenesienne 3a00/1eBaHNS WJIN COCTOSHUSA (ITPyNNbI 3200/ 1eBAHUA WJIH
COCTOSIHMH)

Pak xopsl HaamoueyHuka (cun.. aapeHOKOpTHKaNbHBIN pak; AKP) — penkas 3mokauecTBeHHas OMyXOJb
KOpbl  HAJAIOYEUYHHUKOB, XapaKTepu3ylollas, Kak [PaBUIO, MO3JHUM CpPOKOM  BBISBIICHUS,

arpecCUBHOCTHIO KIIMHUYECKOTO TEUEHMS U HEOIAronpusTHBIM JIedeOHbIM TPOrHO30M [1].

1.2 JTHosorus U narorexHes 3a00/1eBaHUs UJIM COCTOSTHUS (IPYyNIIbI
3200J1eBAaHUM WJIM COCTOSTHUIA)

Kanueporenes npu AKP o0ycnosneH papaliBepHbIMM MyTalUusIMA psiia T€HOB W aKTUBalUEH
COOTBETCTBYIOIIMX CHUTHAJbHBIX MyTedl [2]. B OoNbIIMHCTBE ClIydaeB 3TH MyTalldd BO3HHUKAIOT
CIIOHTAHHO B COMAaTMYECKHMX KJIETKaX KOpbl HAJANOYECYHUKA, MPUBOJSA K CIIOPATUYECKUM CIlIydasMm
3a0oneBanus. Taxxke B ocHoBe maroreHe3a AKP MoryT sexarb repMUHaTUBHBIE MYyTallMU: B 3TOM

cityyae 3a0oseBaHue OyJeT HaOMI0IaThCsl B paMKax TOro WJIM MHOTO HACJIEJICTBEHHOTO cuHIpoMa [3].

OnucaHo HECKOJIBKO HACIEACTBEHHBIX CHHAPOMOB, KOMIOHEHTOM KOTOpHIX siBisieTcss AKP (Ta6m. 1).
B pamkax Bcex CHHIpPOMOB OTMe4aeTcsi HU3Kas eHorunuyeckas neHerpantHocTh AKP, B cBsizu ¢
4yeM, MPOCIICIUTh HACIEACTBEHHBIN XapakTep 3a00JIeBaHUsI aHAMHECTHUECKHU JI0CTATOYHO CJIOXKHO [1].
CambIM pacnpoCTpaHEHHBIM HACJIEICTBEHHBIM CHHAPOMOM, BKItodaromuMm AKP, sBisercs cunapom
JIu-dpaymenu, obHapyx uBaeMbiil B 0oibinHCTBE ciyyaeB AKP B neTckom Bospacte — 10 80% Bcex
MAIMEHTOB; OH TAaKXKe€ SABJISETCS caMOWl vacTtod mnpuunHoil HacieactBeHHoro AKP Bo B3pociiom
Bo3pacTte — 10 5% Bcex cmydaeB 3aboneBaHus. PacmpocTpaHEHHOCTh OCTalbHBIX CHHAPOMOB,
accouunpoBaHHbIX ¢ AKP, cocraBnsier ot noneil mpouenta a0 3-4% cpeau B3pOCIBbIX MALUEHTOB C
AKP [3].

Tadauna 1. HacsiencrBeHHble CHHAPOMBI, accounnpoBannbie ¢ AKP [3]

CuHapoM [OpaiiBepHble reHbl PacnpocTtpaHeHHOCTb cpeau
nauneHToB c AKP

CuHAapoM Jin-®payMeHu TP53 3-5% cpean B3pocCbIX;
50-80% cpean peten

CuHAapoM JInHua MSH2, MSH6, MLH1, PMS2 3% cpean B3pOC/bIX
M3H 1 Tuna MEN1 1-2% cpeaun B3pOCbIX
CeMelHbIN afeHOMaTO3HbIN nosavnos APC MeHee 1%

(cvHppomMm FappHepa)

Komnnekc (cuHapom) KapHu PRKAR1A MeHee 1%

CuHapomMm bekButa-BuaemaHa IGF2, H19 B nnokyce 11p15 meHee 1%

Heitpocdub6pomartos 1 Tuna NF1 MeHee 1%




I'ene3 cunapoma Jin-OpaymMeHu cBsizaH ¢ MHAKTUBUPYIOLIEH MyTalneil B rene 7P53, reHe-cynpeccope
omyxoJieBoro pocra. CUHAPOM XapaKTEPU3YETCs Pa3BUTHEM CapKOM MSTKHUX TKaHEH, paka MOJOYHOU
JKeJIe3bl, HOBOOOPA30BaHUM TOJIOBHOTO MO3Ta, Jieiiko30B U AKP. On Hamnbonee yacTo BCcTpedaeTcs B
I0KHBIX pernoHax bpazunum, rae 0,3% nonynsiuuu sSBISIIOTCS HOCUTEIISIMA T€PMUHATUBHOW MYyTalluu
R337H B rene TP53.

B ocnoBe marorenesa cunapoma JluHya nexxar repMUHATUBHBIE MYTAIlMU B OJTHOM W3 T€HOB CHUCTEMBI
penapauun JAHK (MSH2, MSH6, MLHI, PMS?2), 4T0 NpUBOJIUT K Pa3BUTHUIO paka MPOKCUMAaIIbHBIX
otnenoB Toyictor kumku (1o 80% ciydaeB cunapoma Jlunua). [ToMuUMO KOJOpPEKTAIBHOTO paka U
AKP, y manuentoB ¢ cuHapoMoM JIMHYA MOBBIIIEHBI PUCKHU 3]I0KAYE€CTBEHHBIX 00pa30BaHUN JPYTUX
JoKanmu3anui: paka saaomeTpus (50-71% ciydaeB curapoma JInHYA), TOUEIHOM JIOXaHKH, MOYEBOTO
My3bIpPsi, MOYETOYHUKOB, SIMYHUKOB, JKEIyAKa, TOHKON KHIIKH, TMOMKEITYJOYHON >KEJe3bl, a TakKke
IIMO0JIACTOM TOJOBHOIO MO3Ta M ONYyXOJied CallbHbIX Keyie3. MoryT HaOmoAaTbesl TaKhe KOXKHBIE

MPOABIICHUSA, KAK KEPATOAKAHTOMBI M IIITHA LIBCTA «KO(l)e C MOJIOKOM».

CHUHJIpOM MHOXXECTBEHHBIX SHIOKpUHHBIX Heomnasuii (MOH) 1 tuna oOycioBieH repMUHAaTUBHBIMU
MyTalMsiIMU B TeHe-cympeccope omyxojeBoro pocra MENI. Haubonee pacnpocTpaHEHHBIM
(GeHOTUIIOM aJIPEHOKOPTUKANBHBIX TMOPaKEeHUU, HabmomaeMbiM mnpu cuHapome MOH 1 Ttuma,
SBJISIIOTCSI OTHOCTOPOHHSSL WKW JBYCTOPOHHSSI THUIIEPIUIA3Usl KOPbl HAANOYEYHUKOB U aJICHOMBI. JTH
nopaxkeHusi Bcrpevarorcst y 45-55% mnanuentoB ¢ MOH 1 u mMoryT ObITh TOPMOHAJILHO-aKTUBHBIMHU
Wi HepyHKIMoHanbHbIMU. Pacnipoctpanennocts AKP B pamkax cunapoma MOH 1 tuma nocturaer
22%. Npyrumu niposBieHusmu cuaapoma MOH 1 Tuna Hanbosnee 4acTo SBISIOTCS THUIIEPIUIA3US WA
OMYXOJM  OKOJIOLIMTOBUJHBIX  JKejle3, IPUBOJALIME K  IIEPBUYHOMY  THIIEpIIApAaTUPEO3Y,

MaHKpeaTH4eCKUe HeUPOIHIOKPUHHBIE OMTYyXOJIH, OIyXO0JIU runodusa.

AKP Takke MOXKET BBISIBIISITBCSI B COCTaBE CUHAPOMOB ['apaHepa (aieHOMAaTO3HBINM MOJINUIO03 KUIIKH),
bexBura-Bunemana, komruiekca Kaphuu, neipodubpomaro3 1 tumna. Jloas 3TUX CHHIPOMOB B

ctpykrype AKP, no naHHbIM nuTepaTypsl, He npessimaet 1% [3, 4].

1.3 Dnuaemuo0rus 3a001eBaHus UM COCTOSIHUSA (TPyNIbl 3a001eBaHUN WU
COCTOSIHMH)

Exeronnoe BbisaBienue AKP cocraBaser 0,5-2 cinyyas Ha 1 MUJIIMOH HaceleHUs, B CTPYKType
OHKOJIOTHYeCKor cMepTHOCTH cocTtaBmsieT 0,04—0,2%. Hanbomnpmias 3a0omeBaeMOCTh HAOMIOMACTCS B
IOKHBIX perrmoHax bpaswimm, 4To OOBSACHSAETCS BBICOKOM PacHpOCTPAaHEHHOCTHIO TEPMHUHATHUBHON
myTtaunu R337H rena TP53.

Ha MOMEHT NOCTaHOBKM Juar’Ho3a CpeJHuil Bo3pacT nanueHTta coctaiserT 50-60 ner, omHako
3a0o0€eBaHUE TaKkKe BCTpedaercs y Jereil. JKeHUmuHbl OOJICIOT 4alle, COOTHOLIEHUE JKEHIIMHBI/

MYXX4YUHBI cocTaBisier 2,5:1 [2; 5].

QHHIIGMI/IOHOTI/I'-IGCKI/IG JaHHBIC I10 Poccuiickoi CDenepauHH OLCHUTDH KpaﬁHe 3aTPYAHUTECIIBHO, TakK

KaK OHKOJIOTMYECKasi OTYETHOCTH 0TeNbHO 110 AKP He hopmupyercs, peructp oTCyTCTBYET.



AKP BkitoueH B nepedeHb opdaHHbIX 3a00neBanuii B PO [6].

1.4 Ocob6eHHOCTH KOAMPOBAHUA 3200/1€BAHUSA WIH COCTOHUSA (TPYIIIbI
3a00/1eBAaHUN WJIH COCTOSTHUI) M0 MeKTYHAPOAHON CTATUCTHYECKOMN
KiIaccupuranum 0ose3He U mMpoodjeM, CBI3aHHbIX CO 310POBbEM

C74 3n0kayecTBEHHOE HOBOOOpAa30BaHUE HAJIMIOYCYHUKA

C74.0 Kopbl Haimo4YeyHUKA

C74.9 HapnoyeyHrka HEyTOYHEHHOW 4acTU

1.5 Knaccugukamus 3a0071eBaHUS WJIH COCTOSIHUSA (TPYyNIbI 3200J1eBaHUI HJIH
COCTOSIHMH)

1.5.1. MexayHapoaHasi THCTOJIOTHYECKAs KiaacCupuranmus

CormacHo  MexayHapoaHoil — ructojormdecko  (kimaccudukamuss BcemupHoi — opraHuzanuu
sapaBooxpanenus (BO3), 4-e uznanue, 2017 1.), AKP xomupyercs kak 8370/3 (Tabm. 2) [2].

Tadoauua 2. Knaccuduxkanusa BO3 onyxosieii kopbl HaANMOYe4HUKOB, 2017 1. [2]

ALpeHOKOPTUKasbHbINA pakK 8370/3
AfpeHoKopTMKanbHas ageHoMa 8370/0
Onyxonu CTpOMbl MOJSIOBOrO TAXa 8590/1
AneHoMaTomnaHasa onyxosb 9054/0

Me3eHXxuManbHble U CTpoMasibHble ONyX0Nu

Mwuenonunoma 8870/0

LLIBaHHOMa 9560/0

FremMaTonMMbOUAHbIE OMYXO0NN

BTopuuHble onyxonu

Mopgonornyeckne KoAbl NpUBEAEHbI B COOTBETCTBUU C MexayHapoAHOM KaaccupuKkaumern OHKO/Iorm4yeckmx 3abonesaHuii (ICD-
O .

/0—- fo6pokayecTBeEHHasi oryxoJib,

/1 = 0ryxosib C HEYTOYHEHHbIM, MOrPaHNYHbIM UV HEONMPEAE/TEHHbBIM 3/10Ka4eCTBEHHbBIM MOTEHLNAIOM,

/2 — carcinoma in situ nan MHTpasnNUTenaabHasi Heornaa3us BbICOKOM CTerneHu 3/10Kkav4ecTBeHHoCTu (grade 3),
/3 — 3/10Kka4yecTBeHHas oryxo/ib.

1.5.2. CragupoBanue


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

CramupoBanne AKP mpoBoasat mo kimaccudukaruu TNM AMepuKaHCKOTO 00bEIMHEHHOTO KOMHTETa
no paky (AJCC)/Coroza mexayHnapogHoro koutposs Haa pakoMm (UICC) 8-ro nepecmotpa (2017 1) u
no kiaccudukanuu EBponeiickoil pabouelt rpynmsl Mo u3ydeHuro onyxoneil HaanoueyHukos (ENSAT,
European Network for the Study of Adrenal Tumors) [7;8].

Kimmanueckoe cragupoBanne AKP ocymiecTtBisieTcs Ha IpenolepalliOHHOM JTalle Ha OCHOBaHUU
PE3YNBTATOB BU3YAIM3UPYIOIUX AUArHOCTUYECKUX MeTonoB. Ilociie mpoBeneHHs XUPYpPrHYE€CKOro

JeUeHHMS IS Hajuiexkamiero cragupoBaHus AKP HeoOXoguMO THCTOJOTHYECKOE IOATBEPIKICHUC
(pTNM).

HepBuunas omyxoub (T/pT). Kpurepuii T orpakaer pacnpocTpaHEeHHOCTh EPBUYHON OIYX0JIH

U COEePIKMT CJeaYIoLue rPajalum:

Tx: IlepBuuHast OmyXoiib HE MOXET ObITh OLICHEHA

TO: HET TaHHBIX O HAIMYUU IEPBUYHON OIYXOJIU

T1: pa3mep omyxonu < 5 cM;

T2: pazmep omyxonu > 5 cM;

T3: omyxoms 1106010 pazmepa ¢ JOKaIbHOW WHBa3UEH, 0€3 BOBJICUCHHS OKPYKAIOIIUX OPTaHOB™;

T4: omyxonp m1000r0 pa3smMepa ¢ UHBA3UM OMYXOJIH B OKPYXalOLIUE OpraHbl U/WIKW TPoMOO3 HUKHEH

nostod BeHsl (HIIB) u/umu TpomM603 moYedHOM BEHBI.

* Oxpyscarowumu opeanamu AGNAIOMCA. NOYKA, Oouagpazma, KpynHole cOCyobl, NOOHCENYOOUHAs.

afceiesa, ne4ern.

Peruonapuspie immparngeckue y3ibl (N/pN). Kpurepuii N yka3piBaeT Ha HaJluyue WA OTCYTCTBUE

METAaCTa30B B PETUOHAPHBIX JTUM(PATHIECKUX y3JIax

Nx: peruoHapHbie TUMQPOY3Tbl HE MOTYT OBITH OIICHEHBI;

NO: oTCyTCTBHE METACTaTUYECKOTO MTOPAKEHUS JTUM(DOY3II0B;
N1: meTactaTndeckoe nopakeHue JuM¢oy3JoB

PQZMOHaprlMZ/l cuumaromcs ]ZMMd)OyS’JZbl e6opont no4kKu, napaaopmailbHble U NApaKasdlbHble.

Cmopona nopasicenusi HaONOYeuyHUKa He Y4Uumuléaemcs.

Otnanennbie Meractassl (M). Kpurepmit M xapaxkrepusyer HajauyMe HJIH OTCYTCTBHE

OTAAJICHHBIX ME€TACTa30B:
MO: OTAAJICHHBIX MCTACTA30B OTCYTCTBYIOT

MI1: otnaneHHble MeTacTa3bl MIPUCYTCTBYIOT



I'pynnupoBka kputrepueB TNM nnst onpenenenns ctaguu AKP o UICC u ENSAT npencrasiena B

tabmnuiie 3. Kpurepun ycranosnenus ctaguu AKP unentnuns kak aiist UICC, tak u qyist ENSAT.

Ta6muna 3. CragupoBanue AKP no TNM AJCC/UICC 8-ro mepecmorpa u ENSAT

Cragma no AJCC/UICC 8- Kputepun craguposaHus TNM
ro nepecmorpa n ENSAT no AJCC/UICC 8
ENSAT

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

e MeTacTasamu B NMM@Oy3/ibl

e pacnpocTpaHeHWeM UWHdUIbTPaUMM 3a npeaensl

T3/T4 NO/N1 MO HaamnoyYeyHnKa

e onyxosieBbiM TpoMb6030M HIMB nan noyeyHor BeHbl

Craausa 4 T1-4 N1-4 M1 obas onyxonb € OTAaNEHHbIMM MeTacTaszamu

1.6 Kiiman4veckasi KaApTHHA 3200J1€BAHUSA UJIU COCTOSHUS (TPyNIbI
3200J1eBAHUN WJIM COCTOSTHUI)

AKP MoxeT ObITh TOPMOHAJIbHO-AKTUBHBIM, SIBJISISICH, Yallleé BCETO, MPUUYMHON CyOKIIMHUYECKOTO WU
Manudectroro cunapoma Nuenko—Kymmnra (CUK), u/unm BUpUIBHOTO CUHIIPOMA, UIIK MOXKET OBITH

CIIy4aliHO BBISIBICHHOM TOPMOHAJIbHO-HEAKTUBHOW OMYXOJIBIO HAATIOYEUHUKA
Knunnueckue nposinennss AKP B pa3HbIX BO3pacTHBIX IPyNNax HECKOJBKO OTIIMYAOTCSI.

Y B3poCHBIX MAalMEHTOB KiIWHWYeCKHue mposBieHus AKP Bkmo4aroT cuUMOTOMBI W30BITOYHON
ropmoHanibHOM cekpeunn (50-60%) m HecneM(PpUUECKUE CUMITOMBI, CBS3aHHBIE C POCTOM OITYXOJIU
(30-35%) [2;9;10]. B octanbhbix ciydasx (10-15%) 3aboneBanue oOHaApyKHMBaeTCs CIy4allHO IMpPH
MPOBENICHUN BU3YAIM3UPYIOMIUX HCCIECIOBAHUI: MYJIBTUCIUPAIBHON KOMITBIOTEPHON TOMOTrpaduu
(MCKT) w/unmu marautHO-pe3oHaHcHOUM Tomorpaduu (MPT) w/umm yasTpa3ByKOBOTO HCCIICIOBAHUS
(Y3W) kak unnuaentaitoma (Ta6m.4 ) [8-13].

Taonuua 4. Kimnuveckue nposijienuss AKP y B3pociabix nauneHToB [8]

MposiBneHns AKP PacnpocTtpaHeHHOCTb
ABTOHOMHas ropMoHanbHas rmnepnpoayKums 50-60%
50-80%

e [vnepkopTMumnam (cnHapom NueHko-KywnHra)

20-30%
e [MNepnpoayKuMs aHAPOreHOB (BUPUIN3aUNS Y XKEHLLNH)

5%
e [MNepnpoayKuusi 3CTPOreHOB

2-3%



o [epBUYHbII rMNepanbAOCTEPOHU3M

Hecneundwnyeckne npossrieHuns 30-35%

MHumngeHTanoma 10-15%

Haubonee  pacmpocTpaHEHHBIM  MPOSBICHHEM TOPMOHAIBHOW  TUMEPHIPOAYKIIUH  SBISETCA
TUIEPKOPTULIN3M, KaK n3onupoBaHHbIN (30-50%), Tak U B COYETAaHUU C CUMITOMaMU BUPUIU3ALUU
(20-30%). Takum obOpazoM, runepkoptuiiu3m gocturaet 50-80% cpenu Bcex ciaydaeB rOPMOHAIBHO-

aktusHoro AKP.

W3o0nupoBaHHas TUOEPIPOAYKLUUS aHIPOIEHOB SIBISIETCS. BTOPBIM [0  PaclpOCTPAHEHHOCTU
nposiBjieHueM ropmoHaabHON akTuBHOCTH AKP (110 20% manuenToB). 'unepanaporeHeMust y »KeHITUH
MOXXET MPUBOAUTH K PA3BUTHUIO TMPCYTH3Ma, BUPUIN3ALMU U HAPYIIEHUIO MEHCTPYaJbHOIO IUKIIA. Y
MY>KYMH H30BITOK aHJIPOTCHOB YacTO OCTAeTCS HE3aMEUYCHHBIM BBHUAY CKYIHOCTH CHMIITOMOB.
l'unepnponykuus scrporenoB npu AKP Bcrpeuaercs peako (meHee 2%), BBI3BIBACT Yy MYKUHMH
pa3BUTHE THUHEKOMACTHM M arpoduu AMYEK, Yy OKCHIIMH B TOCTMEHOMAy3€ MpOSBISAETCS
MeTpopparusimMu. M30bITOUHAsT CceKpelus TOJOBBIX TOPMOHOB TIpU OOHAPYXKEHHUH  OIMYXOJH

HaJIIO4YCYHHKA 0COOEHHO MMogO3pUTCIIbHA B OTHOIICHUU AKP.

HaubGonee penkmii BapuanT sHuokpuHomatuu mnpu AKP cBs3an ¢ mposBIEHUSMH TEPBUYHOTO
TUMNEPATbIOCTEPOHNU3MA, KOTOPBIM MaHU(ECTUPYET BHIPAKEHHON apTepuaibHOW TUIEPTEH3UEH U
runokanueMmueil. [loBpllIeHHas TPOAYKLHS AJIBJIOCTEPOHA OTMEYAETCS HECKOJIBKO dYallle B paMKax

CMEIIaHHOM TOPMOHAJIIBHOM MPOAYKLIHH.

B GonpmmmnctBe ciyyaeB AKP nMeer otHocuTensHO Oomblnne pa3Mepsl, B cpeqHem — 6osee 10 cwm;
OTYXOJIb MOXKET yBeIM4uBaThCsa A0 25 c¢M u Oonee. Hecnenuduueckue cumntomsl AKP, Takue kak
nuckoM@opT unu 0osn, 601b B MOSICHUYHOW U aOJOMUHANBHON O0ACTAX, ONIYIICHUE MEePENOHEHUS

XKeyaka, 00yCIIOBICHBI POCTOM OITyXOJIM B pa3Mepax U KOMIIPECCUEH MPUIeKalux opratos [14].

CI/IMHTOMLI, TpaAUIMUOHHO AaCCOLUMUPYCMBIC C OHKOJIOTMYCCKHUM 3a00JICBAaHUEM (HOXy,Z[GHI/Ie,
MOBBIIICHHOC MMOTOOTACICHUEC B HOYHOC BPEM:, BhIpAKCHHAA CJ'Ia6OCTB, J'H/IXOpaI[Ka), KakK IIpaBHJIO, HC

xapaktepHsl 151 AKP [8].

VY nereii ropmoHasibHasi akTUBHOCTH, AKP BbIsIBIIsIeTCs yallie, 4eM y B3pOCIbIX, U cocTaBisieT 87-95%
ciy4yaeB 3a00JeBaHUsA. BONBITMHCTBO OMyXOJ€il M30JIMPOBAHHO CEKpEeTHpYyeT KopTu3on (65%) umu
aHAporeHsl B koMOMHauu ¢ koptuzosnoMm (30%). pyrue BapuaHTbl TOPMOHAJIbHON aKTUBHOCTU B

ACTCKOM BO3PACTC MOYKHO CUUTATh Ka3yHCTUYCCKUMU.



2. Jlmarnocruka

Kpurepun ycranosiienust nuarnosa AKP Bxitouaror

1. »xa100BI IalKEHTA;
2. TaHHbIC UHJIUBUAYAJILHOTO U CEMENHOTO aHAMHE3a;
3. pe3ynbrarhl GU3UKaIBHOTO 00CIIeI0BaHMUS;

4, PE3YIbTAaThI Ha60paTOpHI>IX, HMHCTPYMCHTAJIBHBIX U MHBIX TUAIrHOCTUYCCKUX HCCHGI[OBaHHﬁ.

Juarnoctuka HeMmeractarndeckoro AKP ocymiecTBisiercss B cilydae  BBISBICHUS — OIYXOJH
HaamoyeyHuka. C  aro Touku 3peHus guarHoctuka AKP  paccmarpuBaeTcs B pamkax
muddepeHuaIbHOr0  UarHo3a ¢ JPYTUMH  OMyXOJsSIMU  HAJIIOYEUYHUKOB, Hamboiee YacTo
BBISIBJIIEMBIMH CITy4ailHO (MHUMJIEHTAIOMaMK). TepMUH «MHIMIAEHTAIOMAa HAAMOYEUHHUKA) SBIISIETCS
coOuparenbHbIM, BKJIIOYAIOLUIUM pa3HOooOpa3Hylo 1Mo MopQojoruu rpynmy omyxoseid Oonee 1 cm B
IUaMeTpe, CIIy4ailHO BBISBJICHHBIX IpU paguojoruyeckoMm oOcnenoBanuu [15]. BreisiBneHHOe

o0pa3oBaHUE MOXKET

° 0OKa3aTbCs KaK TOPMOHAJIBHO-HCAKTUBHBIM, TAK 1 AKTUBHO ITPOMU3BOANTL PA3JIMYHBIC TOPMOHBI;
° HNCXOOWUTh M3 PA3JIMYHBIX 30H HAAIIOYCYHHMKA HJIW HMMCTDH HCCHGHI/I(l)I/I‘-IHYIO OpraHHYIO
IMPHUHAIJIC)KHOCTD,

° OBITh 3710Ka4€CTBECHHBIM WJIH I[O6pOKa‘leCTBeHHBIM.

JlnarHocTrka MECTHOPACIPOCTPHEHHOIO MJIM METACTAaTUYECKOIO pakKa KakK IPaBUIIO HE
BBI3BIBAET TPYAHOCTEH, HHOIJIA TPOBOAUTCS I PepeHinanbias TMarHoCTHKa C OMyXOJsIMU MEeYSHH,

IIOYKH, 3a6p}OH_II/IHHBIMI/I HCOPraHHBIMH OITYXOJISIMH.

[Ipu AKP HeGonbmMX pa3zMepoB ¢ MACCUBHBIM OTJAJICHHBIM METACTAaTUYECKUM MOPAKEHUEM MOMKET
BO3HUKHYTh HEOOXOAMMOCTHh IU(PPepeHInanibHON JAUATHOCTUKH C JPYrod  370Kaue€CTBEHHOU

OITYXOJIbIO € METACTAa30M B HAAIIOYCYHUK (HaHpI/IMep, paka J'IGI‘KOFO).

2.1 ’Kajq100b1 1 aHAMHE3

’KamoOpl marmeHToB ¢ TOpMOHAIBHO-akTHBHBIM AKP omnpenensroTcs XapakTepoM CEKpPEeTOPHOTO

CIICKTpPa OITYyXOJIn:

e TUIEPKOPTUIIM3M: 001asg ci1abocTh, TOJOBHbIE O0OJM, NUCIJIACTUYHOE OXKUPEHHE, apTepuajbHas
TUMEPTEH3HsI, MbIIIIeUHas cIab0CTh, MaTPOHU3M, «KIMMAKTEPUUECKUM TOPOUK», SIPKUE IIUPOKUE
cTpuu (mepenHsis OproliHash CTEHKa, Oeapa, MOAMBIINIEYHbIE OOMacTH U T.J.), HapyILICHUS
MEHCTPYaJbHOTO LMK, CHUKEHUE TIOJIOBOTO BJICUEHHUS, CaxapHbIi AualeT, u Jp.;

e TUMEPAHIPOTCHEMHUS: y JKCHIIUH TUPCYTH3M, HApYIICHHS MEHCTPYaJIbHOTO IMKIJIA, YBEIMYCHUE

KIIMTOpAa; IMOBBIIICHUEC ) KUPHOCTH M1 HEUUCTOTA KOXKHU,



e TUIIEPICTPOTCHEMHUS: HMIIOTCHIIMSA, THUHEKOMACTHSI y MYXKYMH, METPOpPparuu y JKECHIIMH B
IIOCTMEHOIIAY3€;
e TUIIEPAIBAOCTEPOHU3M: apTEpUANIbHASA THUIIEPTEH3USA, HE KOpPpPUTMpyeMas MHOTOKOMIIOHEHTHOU

Tepanuei, MpleyHas ci1abocThb.

I'opmonanbHo-HeakTuBHBIE AKP MoryT nposiBisiThest HecnenuuueckumMu xanodamu Ha auckompopt/
00JIsIMU B ’KUBOTE WUJIU CIIMHE, OUIYIIEHUE TIEPETIOTHEHHS B )KMUBOTE, HATMYKUE 00BEMHOTO 00pa30BaHUs

B OPIOIIHOM TIOJIOCTH, OMPEAEIIIEMOr0 CaMOCTOSATEIBHO MPH Oy TBIBAHUH KUBOTA.

B 10-15% Bcex cnyuaeB nanuentsl ¢ AKP He npeabsBisior xanod, B aTom ciayyae AKP nepsuunO

BBIABJIACTCA KaK HHIIUACHTAJIOMA.

2.2 ®usuKkaJbHOE 00CIeI0BAHUE

[IposiBnenus AKP, BbisiBisiembie Tpu (DU3UKAITHBHOM OOCIIEIOBAHUU OMPEASTISIOTCS CUMITOMATUKON
TOPMOHAIBHOM THUNIEPIPOAYKHUH (CM. pazaensl 1.6 u 2.1). Omyxons OOJBIINX pa3MepOB MOXKET OBITh
oOHapyXeHa TajabIaTopHO. BO3MOXHO NTHAarHOCTUPOBAHWE JTUXOPAIKH BCIIEICTBUE COMYTCTBYIOIIETO
HEeKpo3a B omyxouiv. KnumHunueckue nposiBieHus MOryT umeTbh Meractasbl AKP B mneuens, jerkue,

KOCTH.

2.3 JlabopaTopHble AMATHOCTHYECKHE UCCJIEI0BAHMS

e 2.3.1. PexomenayeTcsi BCEM NaIllMEHTaM IPHU BBISBICHUU OIYXOJU HAAMOYEUHHUKA pa3MepoM Oosiee
1 cM B mepByr ouepenp J1abopaTOpHBIC HMCCIICIOBAHUS JJISI MCKIIOYCHUS WIW TTOATBEPIKICHUS
TOPMOHAILHON aKTUBHOCTH 00pa30BaHUs, KOTOpPas MOXKET MPOSBIISATHCS THIIEPKATEXOJaMUHEMUEH,

AKTI-He3aBUCUMBIM THIIEPKOPTULIM3MOM, MIEPBUYHBIM TUNEpaIbIocTepoHn3MoM [13, 17].
YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C, ypoBeHb J10CTOBEPHOCTH 10KA3aTeNbCTB — S

KomMmenTapuid. /1o oanHbiM c800HOU aymONCULIHOU CIMAMUCMUKY, PACNPOCMPAHEHHOCHb CIYYAlHO
BbISIGIEHHbIX ONYXoJlell HAOnoueuyHuxa cocmaeisiem 6 cpeowem — 6%. I[lo oannvim MCKT,
“cnyuaiinble” 00pA306aHUSL HAONOYEUHUKA BbIAGIAIOMCA npubnusumenvo y 4% o006c1edo8anHblx
nayuenmos [16]. B eospacme 0o 30 nem unyuoenmanoma ecmpedaemcs npubausumenvro y 0,2%

00Cc1e008aHHbIX, HO 8 2pynne nayuenmos cmapuie 70 n1em wacmoma eospacmaem 00 7%.

IIpeocmasnenuss o uacmome ewviasnenus AKP npu unyudenmanomax nepecmompena 68 853U C
pacuupenuem KIUHUYeckol 0a3zvl Uccied08anuli u mpebosaHusMu K Xapakmepy u Ou3aiHy
snudemuonocuieckux ucciedosanui. Tax, no dannveim W.F. Young u coaem. [17], uwacmoma AKP
oyeHusanacy 4yymo donee 4%. Ilozonee, mesxckaunuveckuti anaius [13] o6onvuioeo uucia nayuenmos

npodemoncmpuposan pacnpocmpanernocms AKP cpeou unyuoenmanom ne 6onee 1,9%.



e 2.3.2. UccnenoBaHue TOPMOHAJIBHONW  aKTUBHOCTHM  OIyXOJIM  HAANOYEYHUKA  CTPOTO
PENIAMEHTUPOBAHO M PEKOMEHAYETCSl YUYMTHIBAaTh €r0 pe3yJbTaThl Ul Ka)XJ0ro IalUeHTa Ipu

MJIAHUPOBAHUU TPEIOTIEPAIIMOHHON MOATOTOBKH, 00bEeMa OIMepaIyy, MOCISAYIOIMIEero HaOIIoIeHHs
[13, 24].

YpoBeHnnb yoenureJabHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — S

KommenTapuii. Omcymcmeue 1ni00bix KIUHUYECKUX NPOAGIEHU U MAHUDECHbIX NPUSHAKOS
2OPMOHANBHOU AKMUBHOCU SABNAEMCS, K COMCANEHUID, HeOOCMAMOYHO U38€CMHOU, HO O00BOIbHO

pacnpocmpanerHHou “108yuKou”.

B cea3u ¢ ysenuuusaroweucs pacnpocmpaHeHHOCmvbl0 U O0OCMYNHOCHMbIO Memo008 MONUYECKOU
OUACHOCMUKU, HAYUHASA C 08YX NOCAEOHUX 0eKAOd NPOULIO20 B8eKd, OmMedaemcs yeeiuyeHue 4ucia
UHYUOEHMANIOM HAONOYedYHUKd. Imo, 6 €801 oyepedb, NpUBelo K YBeIUUEHUN) YOelbHO20 8ecd
KIUHUYeCKU «Hemblxy ¢heoxpomoyumom/napazaneruom (PXL/IIT) ¢ 10 0o 40-45%. [lpu cayuatino
8bIABNEHHBIX Oonyxonax udacmoma ecmpedaemocmu DXL/ oyenusaemcs 6 5—6%, npu smom
KIuHuuecku “nemvle” ¢hopmvl cocmasnsiom nooasusaouiee Oonbuuncmeo. [locmamoyno yacmo
eblAGIAemcss  (peHoMeH — CYOKIUHUuYeckoeo eunepkopmuyusma — 8—12% Habmooenuti  cpeou

unyuoeumanom [18, 19].

HUnozcoa ecmpeuaemcs obpamuas cumyayus:. ApKAs KIUHUYECKAS KAPMUHA —2UNepunpoOyKyuu
ONnpeoesieHH020 20PMOHA HaAYyeausdaenm 8pavd Ha ‘‘o4e8uoHblll”’ OUacHo3, Ka3aioch Ovl, He mpeodyowul
MuamenvbHoOU 2OPMOHANILHOU OUACHOCIMUKU. 3auacmyro, MOp@oniocutecKu Oonyxoib umeem UuHYo
npupooy, omauuHyio om ‘“‘ouesuonozo”’ ouaenosa. Tak, é numepamype Heoonokpammuo onucanvl X1/
III; npossenaowuecs He MONbKO 2unepkamexoiamMunemuell, HO U 3KMONUPOBAHHOU NpPOOYyKYuell

KOPMUKOMPONUHQA, NPOSBIAIOUE20CsL «DONbUUMUY NPpUsHaKamu sunepkopmuyuzma [20-22].

Onucanvbl npomexawwue ¢ Kiaccuueckumu unepmensusHvimu xpuzamu «OXL/IIT'», xkomopovle

OoKa3vlearomcs 2COpMOHAJIbHO-HEAKMUBHBIMU aOeHOMaMu Kopbl Ha()noqe%um, uiaiu, umo eopasdo xyofce
— AKP [23].

e 2.3.3.1 PexomeHnayercsi BCEM IMAalMEHTaM C BBISBICHHOW OITyXOJIbIO HAJIMIOYEYHUKA MPOBOAUTH
UCCIIeZIOBaHNE YPOBHS OOIIET0 KOPTU30Jia B KPOBUPAHHUE YTPEHHHUE Yachl Ha (pOHE MOAABIISIONIETO
TecTta ¢ 1 Mr JekcaMmerasoHa ¢ Lesbio Bepudukanuu runepkoptuusma [19, 24, 27]. Henoouenka
HAJM4Ms TUNEPKOPTULIM3MA (MaHU(ECTHOTO MM CYOKIMHMYECKOTr0) CBsi3aHA C BBICOKUM PHCKOM

Pa3BUTHUA OCTPOM HAJITOYEYHUKOBON HEAOCTATOYHOCTH B MOCIIECONEPALMOHHOM TIEPUO/IE.
YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — S

e 2.3.3.2. Ilpu otcyTcTBUM (PUBUOJOTHYECKOTO TIOAABICHUS YPOBHS KOPTHU30jJa B KauecTBE
MOJATBEP)KNAIOIIET0  TeCTa  PEKOMEHAYeTCsl  HUCIOJb30BaTh  MCCIEAOBAHME  YpPOBHSA

aJIpEHOKOPTUKOTpOonHOro ropMoHa B kpoBu (AKTI') B yrpennue uacei [13, 17, 24].

YpoBennb yoenureabHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5



KommenTapuii. [layuenmovr ¢ unyudeHmanomou HAONOYEUHUKA peoKo UMeIOn pPAa38epHYmMyIo
KIUHUYECKYIO KAPMUHY 2UNEPKOPMUYUEMA, OOHAKO OUOXUMUYECKUE NPUBHAKU 2UNEPKOPMUYUIMA

ommeuaromesi npumepro y 8 — 12 % nayuenmos [24].

Y 300poevix nuy Haznauenue Cynpa@u3uUoLIOSUYECKOU 003bl  2THOKOKOPMUKOUOO8 NPOSAGIAemCs
nooaenenuem AKTI' u cummesa xopmusona. Ilpu nasHauenuu HU3KUX 003 CUHMEMUYECKO20
2TIIOKOKOPMUKOUOA 0eKCAMEMA30HA NPU CUHOPOME IHOO2EHHO20 2UNEePKOPMUYUIMA 100020 2eHe3d
Moo nooaesienus He npoucxooum [25]. Houwoii mecm oOocmamouHo npocm U BblNOJIHUM 8
ambynamopuwix yciosusax: 1 me dekcamemazona npunumaemcs mexcoy 23 u 24 uacamu, xopmuson
usmepsemcst 8 Kposu, 83amoti cieoyiowum ympom medxcoy 8 u 9 uacamu. bonee evicokue 0o3vl (1,5 unu

2 me) He ynyuwarom mouHocmes mecma [26].

B rxauecmee ouacnocmuueckozo Kpumepus ¢ 8bICOKOU Ompuuameﬂbﬁoﬁ np02H03upyi0u;eL7 UeHHoCmbs1o
6 OMmHouieHuu Cy6KJZMHull€CK020 cunepropmuyusma npedﬂoofceno cuumams nooasieHue ympeHHe2o

Kopmu3zona menee 50 umonv/n (vyecmeumenvHocms 6onee 95%) [24-26].

IIpu unyuoenmanomax HAONOUEUHUKOB Onpedenenue CymouHo20 KOPMU3ona Movu ooiaoaem meHvuiet
YY8CMEUMENbHOCbBIO 8 CPAGHEHUU C OeKCAMEMA30HO8bIM MeCMOM U HOYHbIM CblGOPOMOYHBIM
kopmuszonom [27, 28]. O0nako cneyuguunocms nooasuarouje2o mecma npu yposte cut-off menee 50
Hmonw/n He npesviuwaem 80%. [na ymeHvulenus YuUcia JTOHCHONOIONCUMENbHBIX De3VIbmamos 6
Kauecmee epuuyupyioujeco mecma Ucnorv3yemcs onpeoenenue 6 ympenuue dacwl yposhus AKTI
Ilooasnennviii yposenvo AKTI noomeepocoaem ouaznos cunopoma Hyenxo-Kywunea y nayuenmos c
onyxonamu Haonodeunukos [28]. Hamepenue AKTI ne ssnsemcs memooom nepsuyHou OUacHOCMuUKU,
OOHAKO ~ MOJCEem  CIVICUMb  NOOMBEPAHCOAIOWUM — NPUSHAKOM — CYOKIUHUYECKUX — NPOSBLEHUU

cuneprkopmuyusmda 6 omotu cpynne nayuennmaoe.

Bosnuknosenue nocieonepayuonnoi  ocmpou  HAONOYEYHUKOBOU HEOOCMAMOYHOCU — AGISAENCSL
OCHOBHOU NPUYUHOU, U3-3A KOMOPOU OUACHOCMUKA CYOKIUHUYECKO20 SUNEPKOPMUYUIMA ABISAEHICS
cmpozo  obsizamenvhou.  Knunuueckue — nposisienusi  AGAAIOMC  Hecneyuguueckumu  0nis
NOCIEONEPAYUOHHO20 NEPUOOA U YACTNO MUMUKPUPYIOM MO0 Opyeue OCLONCHeHUs (KposomeueHue,
UHMOKCUKAYUsL, OCMPblll UHGDAPKmM Muokapoa u m.0.). omcymcmeue annemumada, ciabocmeo,
MOWHOMA, YMEPEeHHAsl 2UNOMOHUsL,  30ymue JICUBOMA, GeUepHUe 2eKMmuyeckue noobembl
memnepamypul. Heceoeepemenno pacnosnannvie u ne KynuposawHwle, dMu KIUHUYECKUE NPOSGILEHUS]

Mocym npusecmu K hamanvHomy ucxody [29].

Onyxonb KOpvl HAONOYEUHUKA, ABMOHOMHO NPOOYYUPYIOUWAsL KOPMU3OL, AGNIAEMC A NPULUHOU ampoduu
KOpbl KOHMPAAmMepaivbHo2o Haonoyeuynuka. Ecau npu manugpecmuom cunopome Hyenko—Kywunea
MOJCHO OYEeHUMb NPOOOIHCUMENbHOCNb 2UNEPKOPMUYUIMA NO OABHOCMU KIUHUYECKUX NPOSGLeHU,
mo npu CYyOKIUHUYeCKUxX opmax e2o OaumenvbHocmov HeuszsecmHa. Illpu OnumenvHom meyeHuu
SUNEPKOPMUYUIMA BO3MOJICHA HeoOpamumas ampous Kopwvl, mpedyiowas OIUMmenbHou, eciu He

NOJACUZHEHHOU, 3amecmumenvro mepanuu [30].

e 2.3.4 PexomeHnayercsi BCEM NALMEHTaM C BBISIBICHHOW OINYXOJIbIO HAJIMIOYEYHUKA IMPOBOAUTH
UCClieZloBaHNe ypOoBHEH MeTaHe(dprHA U HOpMEeTaHeppUHA B KPOBH WIIM B CYyTOUYHOM MOPIIMH MOYH

¢ nenpto Bepuukanum DOXIYTIT [13, 31, 32, 33]. HemoolnieHka HaIu4usi KaTeXOJIAMHUH-



CEKpETUPYIOIIEH OIyXOJW CBSI3aHA C BBICOKMM PHCKOM TEPUONEPANMOHHOTO  Pa3BUTHS
BBICOKOAMIUTUTY/IHBIX THUIIEPTEH3UBHBIX KPU30B, OTEKA JIETKHUX, (DaTalbHbIX apUTMUNA, CHHIPOMA

“HeynpaBisIEMO TEMOAUHAMUKN Y BHE3AIMHOW CEPAEYHON CMEPTH.
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Kommenmapuii. Jlasxce ecnu xaunuueckoe meuvenue DXL/ o6vinio “Oeccumnmomuvim”, vlCOKUlL
VPOoBeHb YUPKVIUPYIOUUX KAMEXOLAMUHOB 80 8peMsl Onepayuu npusooum K unepmeH3u8HblM Kpu3am,
apummusim, cuHopomy “Heynpaensemou ecemoounamuxku’  [30]. [lo0 nocreonum noumamuem
noopasymesaemcst  peskoe  yuaujeHue - SUNEPMEH3UBHBbIX  BbICOKOAMNAUMYOHbIX — KPU308  C

yeyeyonauelcs HeKypabeibHOoU SUNOMOHUEU 8 MENCNPUCTTYNHOM nepuooe.

K cepvesnvim neuebOHbIM  owubKam nNpueooum HeoOOYeHKAd 2UNOBONEMUUECKO20 CUHOPOMA Y
nayuenmos ¢ DXL/l Ilpu cHudicenuu obvema yupKyrupyrowet HCUOKOCmu U BblpaANCeHHOU
BA30KOHCMpUKYUY, onpeoeisemoe Ha nepugepuu AJ] O6yoem 3HauumenvHo Hudice, YeMm npu
Hopmogonemuu. Omcymcmaeue 8blCOK020 apmepualbHo20 0aeleHus Ha nepughepuu conposorcoaenmcs

eunepmen3suell 8 YeHmpaibHwvlx cocyoax [31].

C Opyeoii cmopomsi, OnumenvHoe OecCUMNMOMHOe meyeHue Modxcem Oblmb  OObACHEHO
BHYMPUONYXO0NEBbIM MEMUTUPOBAHUEM AKMUBHBIX (DPAKYULL KAMEXOIAMUHO8 ONYXONEeBbIM (epMeHnom
kamexonamun-O-wemun-mpancgepaszou (KOMT). Oounarxo, unmpaonepayuoHHo, npu MexaHuueckom
0asleHuu Ha Onyxoivb (Npu NHeGMONepumoHeyme, MAHUNYIAYU[xX) uiu npu Gapmaxonro2uieckou
NPOBOKAYUU UHMPAONEPAYUOHHBLU BbLOPOC AKMUBHBIX (PpaKyutl Modxcem 00YCiaenu8ams 0eOIOMHYI0
cumnmomamuxy DOXI/III. B cea3u ¢ smum 6cem nayueHmam ¢ OUOXUMUUECKU NOOMBEPIHCOEeHHOU
OXL/TII" Heobx00umMo npoeooums NpedonepayuoOHHyio NOO20MOBKY, UYelbl0 KOMOPOU SA61emcsl

HUBENUPOBAHUE 8030€LUCMBUS YUPKVIUPVIOWUX KAMEXONAMUHO8 Ha adpeHopeyenmopbl [32-34].

e 2.3.5 PexoMeHayeTcs1i BCEM INALMEHTaM C OIYXOJbIO HAJANOYECYHUKA MPH HAJUYUU apTEpPUATbHON
TUIIEPTEH3UH TPOBOAMUTH OIPEIACICHUE COOTHOLIEHHUS MEXKIY YPOBHEM alIbJOCTEPOHA U

AKTUBHOCTBIO PCHHHA IJIa3Mbl KPOBHU JJISI UCKIIXOYCHUS IMCPBUIHOIO THIICPATIbAOCTCPOHHU3MA [36,
37].
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Kommenrapuii. Hszonuposannas asmonomnas — eunepnpooykyus — anrvoocmepona npu  AKP
gcmpeyaemcs Kpatine peoko. Anb0ocmepon-npooyyupyrowue onyxonu Mop@honrocutiecKu 8bi2iaosim KaxK
CBEMNOKIeMOYHble A0eHOMbl Hebonbuux pasmepos [16]. Tecmom nepsuyHol OuacHOCMUKU A61emCcsl
oyeHKa  anboocmepoH-penunogo2o coomuowenue (APC). Ilpu nooospenuu Ha nepeuyHbllL
eunepanvoocmeponusm (III'A) no pesynomamam APC, Heobxooumo nposedeHue 00HO20 U3
NOOMBEePAHCOArUUX Memo008. Aneopumm obcnedosanuss npu I1I'A nodpodoHo uznodxicen 8 KIUHULECKUX

PEKOMEHOayUsx no OUa2HOCmuKe u jledeHuro OanHou Hozonoauu [335, 36].

e 2.3.6 Pexomenayercsi BCEM TNAUMEHTaM C OIMYXOJbIO HAJMOYEYHUKA TP KIMHUYECKOM
MOJO3PEHUU Ha M30JUPOBAHHYIO WJIM COYETAaHHYI0 C TUIEPKOPTULU3MOM  OITyXOJIEBYIO

TUIIEPIIPOAYKLIMIO IIOJOBBIX TOPMOHOB IIPOBOAUTH KOMIUIEKCHOE OIIPEAEICHUE KOHIICHTPALUU



CTEPOUIHBIX TOPMOHOB B KPOBHU: JETHIPOINMHUAHIPOCTEPOHA Cynbdara, 1 7-TuApOKCUIIPOTeCTEPOHa,
aHJPOCTEHANOHA, O0IIEro TecTocTepoHa (y JKEHIIMH), 00111ero dcTpaanona (y My>KUYruH U KEHITUH B
MeHoray3e), 11- 1e30KCuKOpTUKOCTepoHa [8;]
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KommenTapuii. Cmepouonsiii npogune nayuenma ¢ onyxoivto HAONOYEeUHUKA MO}Cem YKa3bl8amby HA
310KAYecmeeHHYy0 npupoody obpazosanus. CouemanHHas a8MOHOMHASL 2UNEPNPOOVKYUS AHOPOSEHO8 U
KOpMuU301a y nayuenmos 060e20 noia, cekpeyusi npeoulecmeeHHUKO8 cmepoudos il 2cmpaouona y

MYIHCUUH 2080PAM 8 NOb3Y B8bICOKOBepoamHo20 duaznoza AKP [129].

Hanpomus, ymepeHHo 6bvlpascenHvli, ONUMENbHbIL 2UPCYMU3M HA (OoHe eunepaHopo2eHemuu y
HceHwun bonee 8eposmMHO 00YCI06/IeH CUHOPOMOM HONUKUCTNOZHBIX SAUYHUKOG UNU HEKIACCUUECKOLL

Gopmoti 6podicoennoll ouchynkyuu kopvl Haonoueunuxos [130].

2.4 UacTpyMeHTAJbHBIE THATHOCTUYECKUE UCCJIeJOBAHUS

e 2.4.1. PexkomeHayeTcsl BCEM TNAlMEHTaAM C OIYXOJbIO HAANOYEYHUKA [UIsl JAUArHOCTUKU
3JI0KQU€CTBEHHOTO MOTEHIIMAIa OITYXOJIH MPOBECTU OIICHKY KOJIMYECTBEHHBIX I€HCUTOMETPUUECKUX
nokazareneit npu tpexdaznoit KT opranoB OpromiHoii monoctu ¢ KOHTpacTHeIM ycuiieHueM (KY)
[P OTCYTCTBUH a0COTIOTHBIX MPOTUBOMOKA3aHMi K nposeaeHuio KT:

o IJIOTHOCTh TKAHEBOI'O KOMIIOHEHTA J0 KOHTPACTUPOBAHUS (HATUBHAS);
o TJIOTHOCTH B TKaHEBYIO (Da3y KOHTPACTUPOBAHHUS (apTepuaibHas U BeHO3Has (a3bl);
o IMJIOTHOCTh B OTCpodYeHHYIO0 (uepe3 10 MuH. TOCie BBEACHHMS KOHTpacta) ¢asy

KOHTpacTupoBaHusl ((pa3a BEIMBIBAHMS).
. [5,8,13,75,84].
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KommenTapuii. Ilpu nonyuenuu evicoxonnommuvix KT-3nauenuii 6 HamugHyro @asy, 3a0epicKu
KOHMpAcma 6 OmMCpo4eHHOU (aze — 310KaueCmeeHHbIl NOMEHYUAL ONYXOIU OOJINCEH OYEHUBAMbCA,
Kak evicokui. OCHOBHbIM Kpumepuem npu QOopMuposaHuu NOKA3aHulli K onepayuu 0oji2oe 8pems
AGNANCA  pazmep HOB000pA308AHUS, UMO NPUBOOULO, C OOHOU CMOPOHbLL, K OONLUIOMY HUCTY
He0OOCHOBAHHBIX BMeUamenbCme npu onyxousax oonee 3—4 cm, ¢ Opyeou cmopoHvl — K HeO0O0YeHKe
3710KAYeCMBEHHO20 NOMEHYUALA 00PA308AHULL MATLO20 PA3Mepd NPU Memacmamudeckux nopatceHusix
u AKP. Ilpu uzyuenuu umanvauncxoeo pecucmpa [37, 38] nuwe 25% onyxoneii naonoueunukog bonee 4
CM OKa3anucy 3nokavecmeennvimu. OOHOBpEeMEHHO agmopol npuseiu OanHHvle, Ymo cpeou NayueHmos ¢
AKP onyxonu menee 6 cm cocmaeninu okono 10% wnabniooenuii; ¢ Opy2ou cmopoHvl, cpedu 8cex
onyxonel HaonouyeuHuxka oonee 6 cm 6 ouamempe AKP cocmasun monvko 20% (!). B 6onee nozonux
UCCNIe008AHUAX, NPU BBEOCHUU OEeHCUMOMEMPUUECKUX Kpumepues 310Ka4ecCmeeHHOCmU ONnyxo/u,

ydaﬂoczo onmumMu3upoeantb NOKA3AHUA K onepamueHomy j1€4eHUr0 He NoJIbKO Ha OCHOBAHUU pA3MepOo6



onyxonu. B Hacmoswuti momenm ocHogHoe enumarnue 6 ouacnocmuxe AKP ckonyenmpuposano Ha

KonuwecmeeHHvlx nokazamensax mpexgaznou KT.

KT-cemuomuxa unyudenmanom Ha0no4euHuKa oyeHus8aemcs 8 pe3yibmame onpeoeneHus niomHoCmu
JHCUPOBLIX U HENCUPOBBIX CMPYKMYP 6 HEKOHMPACMHYI0 Gazy (dcuposvlie CMpyKmypvl uUmerom
NOHUJICEHHYIO NAOMHOCMY). boeameie nunudamu mranu xapaxkmepHvl 0158 00OPOKAYECHBEHHBIX
aoerom kopwl Haonouyeunuxa. OOnaxo okono 25% 000poKauecmeeHHbIX A0eHOM MOZYm He UMemb
HU3KOUL «HekoHmpacmuouy niomuocmu. Ilpu uccneoosanuu KT-nrommocmu Ha paswwix gazax
8bl6eOCHUSL KOHMPACA NOIYYeHbl OAHHbIE, YMO AOEHOMbl KOPbl HAONOUEYHUKA ObICMPO CHUNICAIOM
noxazamenu niomuocmu (4epesz 10 mun. nocie 6gedenusi Koumpacma, m.H. noxazamenv “‘wash-out”,
bonee uem na 50%), 6 mo epems Kax Opyeue oOpPA308aAHUSL HAONOYEUHUKOB UMEOM MEeHOeHYUio K
3a0epoicke KOHMPACMHo20 eewyecmsa. Mamepenue 5mo2o nokazamens umeem OIU3KYI0 K AOCONOMHbIM
3HAYEHUAM OUACHOCIUYECKYI0 YEeHHOCMb npu ougdepenyuanbHom ouazho3e adeHoM ¢ O0O0HOU

cmoponvt, om OXI/III;, AKP u memacmamuueckoii KapyuHomuvl ¢ OpY2oll.

Huskas (menee 10—15 HU) namusnaa nnomuocme mxanesoco xomnonenma npu KT unu 6vicmpoe
CHUDICEHUEe UHMEHCUBHOCU CUSHANIA NOCAe BHYMPUBEHHO20 KOHMPACMUPOBAHUS AOCOTIOMHO
nexapakmepuvl 0ns1 AKP, memacmaszos u DPXL/II. Hupgepenyuanvuviii ouaenoz ¢ DPXL/TIT

ocyuiecmeiidienicia Ha OCHOBAHUU OUOXUMUYECKO20 UCCTE008AHUS HOpM@I’I’lQH@gbpMHa u MemaHeqbpuHa.

MPT u Y3U obraoarom 6vicokoul 4y8cmeUmenbHOCmvio 8 6blAGIeHUU ONyXojell HAONOYEeUHUKOS,
OOHAKO CHeyu@uUUHOCMb Memoo08 3HAYUMENbHO HUMCe 6 C6A3U C OMCYMCMEUeM YemKux

KoJlu4d4ecmeeHHblX dechmOMempuquKux noxaszamerneill.

ZZOI’ZOJZHume]lebZM CYUWEeCme€eHHbIM Npeumyulecnmeom KT senaemcs e6ozmodcnocms OYEHKU Kpumepusl

NJIOMHOCMU ONYXONU 8 a3y evimvieanus (wash-out).

Memacmamuueckoe nopasicenue O0O0NNHCHO OblMb UCKIHOUEHO/NOOMBEPIHCOEHO 8 Nepsyio ouepeod Y
NAYUeHmMos8 ¢ AHAMHE30M OHKOJI02U4ecKo2o 3abonesanus. Takoce, 6eposmHoCHb MEMACMAMuU4ecKo2o
NOPAdICEHUsL PACCMAMPUBAEMCS NPU  O8YCMOPOHHEM NOPANCEHUU HAONOYEHHUKO8, O0CODEHHO npu
OMCYMCMBUU A61eHUll 2O0PMOHATbHOU akmueHocmu, npu Hawuuyuu KT-npusnakos, xapakxmepHuvix Ois
memacma3zos. llayuenmovl ¢ NOOOOHBIMU NOPANCEHUAMU OOJICHBL NPOXOOUMb OHKOJLOSUYECKOe
obcnedosanue 0isi UCKIIOUEHUS PACHPOCIPAHEHHO20 ONYX01e68020 npoyecca (8 nepsyio ouepedb paKa

J1€2K02O0, ofceﬂydka, KOJIopeKmainbHo2co pClKCl).

e 2.4.2. PekomMeHayeTCsl TMAIMEHTaM C IOJO3PEHHEM HA OIYXOJb HAJAMNOYEYHHKA W HAIUYHEM
MPOTUBOINOKa3aHuid K BeINoJIHEHUIO KT ¢ kxoHTpacTHbiM ycwienueM mnposectu MPT opranos

opromHoi nojoctu (OBII) u 3a0pIOMIMHHOTO MPOCTpPAHCTBA B paMKaX MEPBUYHOW JUATHOCTUKHU
[5,8].
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Kommentapuii. MPT ob6nadaem 8blcoKOl — UYyBCMBUMENbHOCMbIO 8  BbIAGIEHUU  ONyXojell

HAONOYEYHUKOB OUEHKU pacnpocmpaHerHocmu npoyecca, 6 moOoM HUCle NOpAassiCeHUS CMEINCHbLX



cmpykmyp. Oouaxo cneyuguyHocms memooos 3uauumenvho Hudce KT 6 ceazu ¢ omcymcmeuem

YEemKUX KOIUYEeCMBEHHbIX OeHcumomempuieckux nokazamenet [9].

e 2.4.3. PexomeHayeTcs MalMEHTaM C OIyXOJIbIO HAJMOYEYHHKA HEOONbIIoro pasmepa (10 4 cm)
BBIMIOJIHUTH ~ MO3UTPOHHYIO  OMUCCHOHHYIO  ToMorpaduio ¢  18-(hTopae30KCUIITIOKO30H,
COBMEIICHHYI0O C KOMIbIoTepHOii Tomorpapmein  (‘S®A-TIDT/KT), ans  Bepudukarun
3JI0KaUe€CTBEHHOTO MoTeHIMana. Bricokas merabonuueckas aktuBHOCTh (SUV Oomnee 3) sBnsiercs
KPUTEPUEM, MO3BOJISIOIIAM C BBICOKOH CTENECHBIO BEPOSTHOCTH MPEIIOJaraTh 3JI0KaueCTBEHHYHO

npupoy omyxonu [40-43].
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KommenTapuii. B cnyuae nooospenus na AKP unu memacmazvl npu KT-nnomuvix obpasoeanusx
manozo pasvepa (nanpumep, 0o 4 cm) noxasano nposedenue SOAT-TIDT/KT, max kax memoo
nosgonsem onpedenums Memabonuueckyio akmugHocms obpazosanus. Eciu onpedensemvui S DI
IIDT/KT naxonumenvuwiii kpumepuii SUV (standartised uptake value) 6onee 3, mo eeposmnocms

3n0KauecmeenHno2o nopaxcenus npesviuaem 80% [39—-43].

2.4.4. PexoMeHayeTCsl TAllMEHTaAaM C BBICOKOBEPOSITHBIM HWJIM KIMHUYECKH YCTAHOBJIEHHBIM
nuarHo3oM AKP BbINOJHUTE CHOUPaNbHYIO KOMIBIOTEPHYIO ToMorpadusi JIETKMX MJid OLEHKHU

BO3MOXKHOTO METAaCTaTUYECKOTO nopaxenus [5,8,13].
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Kommenrapuii. /lockonvky 6vloop onmumanbHou ne4ebHOU MAKMUKU U, 8 4aCMHOCMU, BONPOCHL
XUPYP2UUEeCKO20 edeHus, onpeoensiomcs cmaouel 3a001e8anus, HeobXo00uMo A0eK8amHo OYeHUmbsb
pacnpocmparenrHocms onyxoneeozo npoyecca. KT OI'K, OBII, 3abprowunnoco npocmpancmea u
manoeo masa ¢ KY noseonsiem eviagums nooasnsouee OOIbUUHCIMEO MEMACMAMUYECKUX TOKAYUI,

Komopbsle uaue 6ceco 6Kaouarom jgeckue U ne4erb.

[na memacmaszos OPOUWHON NOLOCMU eCb NPeUMyujecmsd U HedoCMmamKy npu UCHONb30BAHUU KAK
KT, max u MPT, no ons epyonoii nonocmu KT ¢ KV sensemcs npeonoumumenbHvim mMemooom, max
KAK OHA Npesocxooum ece opyaue Memoovl 8 OOHAPYHCEHUU NYTbMOHATbHLIX MEMAacmda308 MAalblX

pazmepos [9].

e 2.4.5. PexoMeHayercsi TallMEHTaM C  BBICOKOBEPOSTHBIM WM  KIMHUYECKH  W/HIU
naroMopQosoruuecku BepuguirpoBaHHbM quarno3oM AKP u mogo3penuemM Ha MeTacTaTHuecKoe
MOpa)KEHUE KOCTEH CKeJieTa BBIMOIHUTH CUUHTUTPAa(UIO KOCTEH BCEro Tena WM BOIr-IIIT/KT
JUTsl YTOUHEHUSI HAJNIMYWs/OTCYTCTBUSI KOCTHBIX METAcTa3oB, a Takxke npoBectd MPT romoBHoro
MoO3ra JJig WCKJIIOUEHHUS METAacTaTMYeCKOTO TOPaXXEHUS TOJOBHOTO MO3ra TMpH HaJIWYUU

KIIMHUYECKU 000CHOBAaHHBIX MOJI03peHui [5,8,13].
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KOMMeHTapHﬁ. HS‘OJZMpO@CZHHble memacmasvl 8 KOCMU U 2O0JN0BHOU MO32 S8IAI0MCA pedmmxzu

coovimuamu npu AKP 6e3 memacmamuyeckux nopajceHuil opyaux Joxamusayui. JlonoiHumenvHas



6U3YAIU3AUUA, qboxycupyiowaﬂc*ﬂ Ha smux ydacmkax, onpaeaaHa mMOoJlIbKO mozéa, Ko20a umeemcs
000CHOBAHHOE KIUHUYECKOe nodos’penue Uuimu 6bslAa6J1eHbl 6NOPUYHbIEe oOYdacU UHbBIX ]lOKaJZLBaI/;uZZ.
Cﬂe()yem ommemunib, OaHaKO, umo smom e60npoc 6 HacmoAuee epems U3y4UeH He00CmMamo4Ho u

mpebyemcsi npogederus OanbHeluux ucciedosanuil [9].

e 2.4.6. BoinonHeHrEe MyHKIIMOHHON OMOTICUM OMYXOJIHM HAANOYEYHUKA MOXKET ObITh PEKOMEHIO0BAHO
TOJIKO TIPU OOOCHOBAHHOM IMOJIO3PEHUU HA €r0 METACTaTU4EeCKOe (BTOPUYHOE) MOPAKEHHUE WU B
cilyuae  HeorepaOelbHOr0  METAacTaTHUECKOro  OMYXOJIEBOTO  Ipolecca Mepes  HavyajloM
JIEKapCTBEHHOM MPOTUBOOIYXOJIEBOI Tepanuu. B oCTanbHBIX CilydasX BBIIIOJIHEHHUE MyHKIIMOHHOM

OMOIICHHU OMYXOJIH HA/IMOUYEUHUKA KaTeTOpUUYECKH HEe pekoMeHayeres. [8,13,122].
YpoBennb yoenureabHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5

Kommentapuii. B oJughgepenyuanvnom ouacnoze opeanocneyu@uunvix onyxoinell HAONOYEYHUKA
NYHKYUOHHA Ouoncus He umeem OOKA3AHHLIX NPEUMYWecms, accoyuupyemcsi ¢ HU3KOU
YYECMBUMENbHOCIBIO, CHEYUPDUUHOCIIBIO A MAKICe C 8ePOSMHOCMbIO OCIO0NCHEHUU, 8 MOM YUcie
memacmamuiecko2o npozpeccuposéanus. TomanvHoe 6vinoiHeHue NYHKYUOHHOU Ouoncuu onyxoseu
HAONOYEUHUKO8  HEe  NPOOEMOHCMPUPOBALO  VIVYWEHUs — pe3yivmamos  Ou@g@epeHyuaibHol
OUACHOCTMUKU UHYUOEHMATIOM, HANPOMUS, NPUBENLO K POCMY OCLONCHEHUL, JIOHCHONOIONCUMETbHBIM U
JIOHCHOOMPUYAMETLHBIM 3aKTIOUeHUsAM. B nacmoswuii momenm nynkyus yenecooopasha auidb npu
nO0O3peHUU HA MemAacmamuyeckoe NOpajfceHue HAONOYeYHUKo8, 20e  4Y8CMEUMEIbHOCHb
yumonoauueckoco ucciedosarus cocmasisiem 80-86%. Tak e nyHKyuorHas Ouoncus NOKA3aHa npu
NOOO3PEHUU HA HEXOONCKUHCKYIO JUMPOMY € UZ0TUPOBAHHBIM NOPANCEHUEM HAONOUEUHUKOS.
3abonesanue ecmpeuaemcs Kpaiime peoxo, Xapaxmepuszyemcs O08YCHMOPOHHUM UHOUILMPAMUSHBIM
nopasiceHueM HaONOYeYHUKO8, OblCMPbIM MEeMNOM pOCma ONYXolu, a MmaKice KOCBEeHHbIMU
NPUBHAKAMU, NO3BONAIOWUMU NOO03DEBAMb TUMGPOMY, MAKUMU KAK BbIPANCEHHblE s6NeHUs obujell
UHMOKCUKAYUYU, NOBbLULEHUE TAKMAM-0e2UOPO2eHA3bl 8 Cbleopomke Kposu u m.o. Ilpu Opyeux
sapuanmax  HAaonoOYeYHUKO8bIX  Onyxojel  OUAeHOCMUYecKds YeHHOCMb  NpeodonepayuoHHoOuU

NYHKYUOHHOU OUONCUU HEYOOBIEeMBOPpUMENbHA (Y)8CMBUMEeNlbHOCHb He npesviuuaem 65%) [44].

B nacmoswuti momenm nynkyuonuas ouoncus o ouacnocmuxu @XL/II ne pexomenoosana [45].

2.5 UHble TMArHOCTHYECKHE UCCIeI0BAHUS

2.5.1 CragupoBanue AKP

e 2.5.1.1. PexoMeHayeTcss BCEM TaIlMEHTaM C BBICOKOBEPOSTHBIM WA BEPUPHUIIMPOBAHHBIM
muarno3oM AKP mpoBectu TiiarenbHOe TONMUYECKOE OOCIEIOBAaHHWE B OTHOLIEHUH BO3MOXKHBIX
METAaCTa30B, OIMYXOJIEBBIX TPOMOOB X MECTHOTO PACTIPOCTPAHEHUS OITYyXOJH, a TAKKE CTaTUpOBaHHE
OITYXOJIEBOTO TMpoIlecca sl OmpeneeHusl JeueOHON TaKTUKH (CM. Takke pasa. 1.5.2) [8,13, 46, 47,
48].
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KommenTapwuii. Pazuep onyxonu npu AKP — 00un u3 asxcHeuiwux KiuHu4eckux )axmopos npocHo3a,
NOIMOMY OH ABNAEMCSI OCHOBOU CMAOUPO8anusi 0AHHO20 3abonesanus. J{oneoe epems npuMeHsIUCh
asmopckue karaccupuxayuu AKP (MacFarlane, Icard, Lee). Kpumepuu, onpedensiowue cumeon «T»
no kaaccugurayuu MacFarlane, neenu 6 ocnogy rkaaccuguxayuu UICC u ENSAT. Jlo nocneoneii
peoaxyuu knaccuguxkayuu TNM UICC onyxonu T3-4NI omunocunuce x IV cmaouu, a no
knaccuguxayuu ENSAT — x Il cmaduu, nosmomy nociedHss cuumanace npocHOCmuyecku Oonee

MOYHOIL.

B 20152. nposoounu nosmopmuwiii aumanuz oauuvix pecucmpa ENSAT no AKP (sxarouarowuii 463
nayuenma) OMHOCUMENbHO npocHocmuyeckol 3uavyumocmu [126]. Bvino nokasano, umo eenosHas
uHeasus He yxyouiaem npoeno3 y nayuenmos c 111 cmaoueti, nopascenue 1umghoysznos 010 OmHeceHo
Kk IV cmaouu. Ilpu smom, kax ommeuarom agmopwvl, HAKONJLEHO OONbUe OAHHBIX NO 8EHO3HOU UHBA3UU
U pe3yibmamam Xupypeuieckozo JjedeHus IMux NnayueHmos, Yymo Heib3s 2080pums 0 NOPA’CEHUU

aumepoysnos npu AKP.

80% e3pocavix nayueHmos Ha MOMeHm NepeUHHO20 BbIAGLEHUSL UMM pamep onyxoiau He menee 10
cm, vy 30-40% nayuenmos npedonepayuorHHO BbIAGIANMCA Memacmassl. Beposmnocms uanuuus
OMOANICHHBIX Memacmaszos npu onyxoasx oonee 10 cm no OanHbIM NOCICONEPAYUOHHO2O HAOTIOOEHUs.
cocmasnsiem bonee 80% [46, 47, 48].

Onpeoenenue pacnpocmpaneHHOCmu Onyxone8020 Npoyecca KpauHe 8aiCHO ¢ MOYKU 3PeHUs. 8b100pa
neyebnol maxkmuku. B cnekmp ucciedoganuii npu noucke memacmaszos Heobxooumo exnouerue KT
neexkux, KT unu MPT 2onoenozo mosea u oprownotl nonocmu, cyunmuepaguu u MPT kocmeti, 18DHT -

IIDT/KT. J{na evisasnenus onyxonegvlx mpomoos binoansemcs (rebospapus 3a0piouuHHbIX coCy008.

B cnyuae AKP cepvesnoe 6ausHue Ha MAaKmuky MOdCem OKa3amv CMeneHb 2OPMOHANbHOU
akmugenocmu onyxonu. Tax, eciu npu 20pMOHANbHO-HEAKMUBHOU ONYXONU ONepamusHoe JieyeHue
pacnpocmpanennvlx gopm AKP ne umeem u3zgecmuvlx npeumyujecme, mo Hpu 20PMOHATbHO-
AKMUBHOU ~ ONYXOIU,  CONPOBONCOAIOWEUCS — MAICENLIMU — COMAMUYECKUMU — NPOAGIEHUAMU
UNEPKOPMUYUIMA  Modcem Oblmb  ONpagoana MAKmMuKd, HANpaeleHHas HaA MAKCUMATbHYIO

YUmMopeoyKyuio.
2.5.2. [1aToJioro-anaroMuueckas JHATHOCTHKA

e 2.5.2.1. PexomenayeTcs BCEM NAUUEHTaM C ONYXOJbIO HAJAMNOYEYHUKA BBIIOJHUTH I1aTOJIOTO-
aHATOMHUYECKOE MCCIIEeI0BaHNEe OMOMCUMHOTO (OMEepalMoOHHOI0) Marepuaa, BKIIOYAIoIee OJHY U3
MPUHATBIX CUCTEM OaJTbHON OILICHKH 3JI0KAU€CTBEHHOTO IMOTEHIMANA OIMyXOJd, ¢ MPUMEHEHUEM
MMMYHOTMCTOXMUMHYECKUX METOJIOB C IIEJIbI0 OLEHKH OPraHHON MPUHAIECKHOCTH OMYXOJU U €€
3JIOKAYECTBEHHOIO IOTeHIHaa. [Ipu KOHcTaramuu 370Ka4€CTBEHHOIO ITOTEHLMAJa OITyXOJIU
PEKOMEHAYETCSI BCEM MAlMEHTAaM C OIyXOJbI0 HAAMOYEYHHKA IPOBECTU ONPENCIICHHE HHACKCA
npoiudepaTuBHOW aKTUBHOCTU HIKcmpeccuu Ki-67 HMMMYyHOTHMCTOXMMHUYECKHUM METOIOM ISt

OLICHKM MPOrHo3a TeueHus 3adonesanus [9,13,48-52,119-123].
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KommenTapuii. Cywecmeyem neckonvko cucmem OALIbHOU OYEHKU 3/10KAYECMBEHH020 NOMeHYUuadld
onyxonu HaonoueuHuxos. B Hacmoswee 8pemsa Haubonee pacnpocmpanena cucmema Weiss,

sxmouarowas 9 kpumepues ceemosou muxpockonuu [48, 49/ :

 B8bICOKUILL 0EPHbIU UHOEKC,

o KOMUYECMB0 Mumo3086 bonee 5 na 50 noneii 3peHus npu OOILULOM VEeTUYEHUU,
e namonocuiecKue MUmosbl,

o Mmenee 25% Knemok co c6emiou Yumoniamotl,

o Ouggysnviii xapakmep pocma 6onee 33% onyxonegol mkaHu,

* HeKpo3vl,

o UHBA3US ONYXOJU 8 BEHO3HOE PYCIIO,

o UHBA3US ONYXONU 8 CUHYCOUODL,

®* UHEA3UA ONYXOJU 6 Kancyimy.

Kaoicovui uz 9 xpumepues oyenusaemcs 6 1 oann. Ilpu nabope 3 6annoe u 6onee no wkane Weiss

noomeepacoaemcs ouazrno3 AKP.

Ipu ucnonvzosanuu kpumepues Weiss mumomuyeckyro aKmu8HOCHb ONMUMANbHO OYEHUBAmMb Npu
oonvuiom ygenuuenuu no meHvuwied mepe 6 10 paziuunvbix NONAX 3peHus 6 npeoenax yuacmka C
HaAuOONLUWUM  KOTUYECMBOM MUMO308 8 Kadxcoom u3 5 cmekoir. MuHumanvHoe Koauuecmeo

oyeHugaemvix noieu 3penus cocmasusem 50.

Cywecmgyem anemepHamusHas no noocuemy OANN08, CX0JXCds NO HADOPY Napamempos cemoeou
mukpockonuu cucmema van Slooten u coasm. [50] onsa oughghepenyuposxku 0obpoxawecmeenHvIx U
310KA4eCMBEHHbIX AOPEHOKOPMUKANbHLIX ONYXo/ell, NaHelb 6KIudem 6 cebsi OYeHKY CAeO0VIOUUX

napamempos:

o 00OWUPHbIE pecpecCusHble UIMEHeHUsl (HeKpOo3, KposouznusHus, Guopos, karvyupuxayus) - 5,7
oannos,

o nomeps HOPMAILHOU CMpPYKmMypol - 1,6 6annos,

o s0epuas amunus - 2,1 6bannos,

e s0epHas cunepxpomus - 2,6 6ainos,

o HenpasuivbHvle A0pbluiku - 4,1 6annos,

o Mumomuueckas akmueHocmo (=2 6 10 nonsax 3penus npu 6oavuiom ysenuvenuu) - 9,0 6annos,

e COCyOouCmas unu KancyivHas uneasus - 3,3 oauna.

l'ucmonoeuueckuti  unoexc >8 6annos no wxare van Slooten Kowcmamupyem — 8blCOKULL

3I0KAYeCmEeHHblU nomeryual onyxoau HAONOYEYHUKA.

deGHumeJleOQ usyduernue OUACHOCMUYECKOT YeHHocnu oanibHoU OYEHKU NnepedUcieHHblX cucmem
HECKOJIbKO onuiudaemcst 'y pAa3HblX MCCJZ@OOGCZI’I’Z@]ZQLZ 00HAKO OO0KA3AHA HECOMHEHHASI NOAb3d UX

npumenenusi [51, 52], uyecmeumenvnocmo wikan ¢ omuoweHuu AKP u memacmazose cocmasisiem



okono 92% u 3HauumMenvHO eozpacmaent npu  UCNONb306AHUU KOHCUIUYMA NANoI02086. Ha

ce200HAWHUL 0eHb 8 MUpe Haubolee Wupoko ucnoavsyemcs cucmema Weiss [9].

Ilo  pexomenoayusm sxkcnepmos BO3, npu onxoyumapHom Mopgonocuyeckom  eapuamme
AOPEeHOKOPMUKANbHOU ONYXOAU PAYUOHANLHO UCNOIb308AMb MOOUDUYUPOBAHHYIO cucmem)y OaNIbHOL

oyeHKU 31oKkavecmeenno2o nomenyuana Lin-Weiss-Bisceglia [9, 13].

Ilpu comHumenvHOU OpeaHHOU NPUHAONEHCHOCMU UIU HEONPEeOeleHHOM 3/10KAYeCmEeHHOM
nomenyuaie Onyxonu eeodyujee 3HaueHue npuoodpemaem UMMYHOLUCMOXUMUYECKOe UCCLe008aHle.
Haubonee yacmo ¢ amotl yenvio ucnonb3yom OYeHKy UHMEeHCUSHOCmuU dKcnpeccuu benxa p33, Ki67,
KanbpemuHuna, yumoxepamunos 8 u 18, eumenmuna, uneubuuna-o, merana A, cmepoudoeHHo2o
Gaxmopa-1 (SF-1) cmepouonoco peyenmopa xoaxmueamop-1 (SRC-1), npomeuna S-100, Pax$,
xpomoepanuna A,  Hellpocneyughuueckol — dHonazvl, cunanmoguzuna. B Oononnenue K
OUACHOCMUYECKUM — ANI2OpUMMAM npu  oupgepeHyuanvHol OuacHoCmuKke aopeHOKOPMUKALIbHOU
adernomvl u AKP 603M024CHO ucnonv3osanue UMMYHOSUCTOXUMUYecKo20 mapkepa Ki67: ons adenomwl

xapakmepeH unoexc npoaughepayuu Ki67 menee 5%, ons AKP — 6onee 5% [2, 13].

IIpeomemom ouckyccuu 00 HAcmosawe20 8pemMeHU A6IAemcs NPOCHOCMUYECKOe 3HaA4eHue KOIuiecmasda
Weiss- unu van Slooten-6annos, oonaxo 6aiivHas cucmema napamempos c8emosol MUKpOCKONUU 8
Kauecmee NpOSHOCMUYECKOo20 Kpumepus ycmynaem npoaugpepamuenomy unoekcy Ki67. Ilpu
nosvluenuu unoexca Ki67 oonee 10% eeposmnocmo peyuousa AKP nocne adexsammuou pezekyuu 6
npeoenax 300posvix mrauell (RO-pezexyus) cocmasnsiem ne menee 80% (cm. makoice Ilpunoscenue I
Ta6n.18). Ilpoenocmuueckoe 3nauenue opyeux mapkepoe MI'X 6 omnowenuu AKP 6 nacmoswuti

MOMEHM HAXO00UMCSL 8 CMAOUU UCCIeO08AHUS U HAKONIeHUS. ananusupyemoco mamepuaia.

e 2.5.2.2. PexomeHayeTcsi BCEM IMalMEHTaM C OIYXOJIbIO HAaJAMOYEYHUKA IMPOBOAMUTH IATOJOIO-
aHATOMHUYECKOE MCCIIEJOBaHUE OMONCUMHOIO (OMEPAallMOHHOTO) Marepuajga [0 MPOTOKOINY,
BKJIIOYAOILIEMY, KAK MUHUMYMY, CIEAYIOLIUE JaHHbIE: KOJIMYECTBO OAJUIOB MO IKane Weiss Wiu
WHOM ImKane OaluIbHOM OIEHKH 3JI0KAY€CTBEHHOTO IMOTEHIMAa OMyXOJHu, MpOoiudepaTuBHBIN
uHaekc Ki67, pe3eKMoHHBIN cTaTyc (MHBa3Msl KAICYJbl OMYXOJIH, W/WIN OKPYXKAIOMIUX TKaHeH, u/
WIM TPWISKAIIUX OpPraHoOB WM €€ OTCYTCTBHE), HaJIMYME WJIA OTCYTCTBUE MOPAKECHUS

mumparudeckux y3mos [119-123].
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KommenTapuii. Basxcnocms oyenku 310kauecmeeHn020 NOMeHYuaia onyxoau no cucmeme Weiss unu
UHOU wiKale OAlIbHOU OYyeHKU, a makdxice npoaugepamuernozo unoexca Ki67 obcyscoenst gviute (cam.
paszo. 2.5.2.1.). Heobxooumocms oyenku pezekyuonrnozo cmamyca onyxoau (cm. maxace Ilpunosicenue
I" Tabn.18), a maxoce Hanuyus Uiy OMCymcmeuss NOPANCeHUs TUMPaAmMuueckux Y3108 npooOuKmos8anda

NPOCHOCMUYECKOU YEeHHOCMbIO 2MUX 0aHHblx [9].
2.5.3 I'eHeTHYeCKOE TECTHPOBAHME

e 2.5.3.1. Pexomenayercst BceM mnanueHTaM ¢ BepuduimpoBanubiM quarHo3zom AKP mpoBectu, kak

MHUHHUMYM, CTAHAAPTHOC TI'CHCTHYCCKOC KOHCYJIBTHPOBAHUC, BKIIOYAIOOICC HM3YUCHHC daHaMHC3a



JKHM3HHU, aHaMHE3a 3a00JIeBaHUSI M CEMEHHOTO dHaMHE34a, OJId BbIABICHUA WJIW HCKIIOYCHUA

HACJIEICTBEHHOTO CUHJIpoma, accouuupoBanHoro ¢ AKP [1, 4].
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Kommentapuii. Cseoegpemennoe e6vissneHue 2epuuHamueHoOu Mymayuu U, COOmeencmeeHHo,
OUACHOCMUKA HACNe0CMBEHHO20 cuHopoma, ekadarnueco AKP, noseonsiom npocHo3uposams
passumue Opyeux AaccoyuupoOBaHHbIX 3a001e6aHUll y NAYyueHma, da makxdce YeleHanpasieHHo

006cnedo8ams €20 KPOBHLIX POOCHBEHHUKOS.

Cpeou e3pocnou nonynsayuu 0o 5% cayuaes AKP paszsueaemcs 6 pamxax cunopoma Jlu-Dpymenu,
00ycno6nenno2o eepmunamueHou mymayuet 6 2ene TP53, okono 3% - 6 pamkax cunopoma Jlunua. [lo
13% nayuenmos ¢ cunopomom MOH I muna umerom AKP. AKP onucan maxowce Kaxk KOMNOHEHM
cunopomos laponepa (cemeuinviii adeHomamosuvlii noaunos), komniexca Kapnu, bexeuma-
Batioemana, netipogpubpomamosa 1 muna (cm. makoice pazo. 1.2).

Bovioensirom pso KiuHuueckux ocobeHHocmell, Komopule NO380JAI0M 3ano003pUums HAC1e0CMEEeHHbLI
xapaxmep AKP (Tabx. 5) [4].

Taomuma 5. Ocod0eHHOCTH aHAMHe3a 3200/1IeBAHUSI M CeMEHMHOro aHamHe3a namueHToB ¢ AKP,

CBMACTC/IILCTBYOIIINE O HAJIUYUU CHUHAPOMOB HACJIeCTBEHHOM npeaApacnoJaokK€eHHOCTH K AKP

[4]

AHaMHe3 3a6osieBaHMs M aHaMHe3 | [IBYCTOpOHHWIA AKP, NpenMyLecTBEHHO CUHXPOHHOM MaHudecTaumm
WU3HU

MHOXeCTBEHHbIE MepBUYHbIE OMYXOSN APYTUX nokanusaumn

AOpyrve peakue onyxonu y nauymeHta ¢ AKP

AKP, AMarHOCTMpOBaHHbLIN B AE€TCKOM BO3pacTe

BpoXaeHHble MOPOKU pasBUTUS

[Opyrne 3HAOKpWHHbIE 3abonesaHusa (HanpuMmep, MNEepPBUYHbLIN runeprnapaTvpeos),
nommmo AKP

KoXHble rMposBieHns, XxapakTepHble A9 Hac/eACTBEHHbIX OMYyX0s1eBbIX CUHAPOMOB

CeMeiliHblii aHaMHe3 Bbicokasi pacnpoCTpaHEHHOCTb OHKOJIOrMYeCcKUX 3abofieBaHUii Cpean KPOBHbIX
POLCTBEHHUKOB

CeMeWHbIl aHaMHe3, oTAroweHHbI AKP

CeMeliHblil aHaMHe3, OTATOLLEHHbI APYTMMU PeAKUMU OMyXONsaMu

CeMeliHbll aHaMHes, OTSAFOWEHHbI HacneACTBEHHbIMM onyxosiesbiIMM CMHAPOMaMiu

layuenmam ¢ AKP moorcem Oblmb pekomenoosan MoNeKyIAPHO-2eHeMUYeCKUll CKpUHUHS Ha npeomem
gviagneHus cunopomos Jlu-Ppaymenu u Jlunua, xomopwvie écmpeuaromesa y 6 3-5% cayuaes AKP u

umerom 00Cmamo4yHo pClS’pCléOWldHHblé KJUHU4YecKue peKOMendab;uu.

Pacnpocmpanennocms cepmunamusnvix mymayuii de novo 6 cewe TP53 docmueaem 20-25% cpeou
8cex nayueHmos ¢ abeppayusamu 8 OAHHOM 2eHe, 04es8UOHO, Ymo makKue nayuenmsl He Oyoym umems

AKP unu umeix nposenenuti cumopoma Jlu-@Ppaymenu 6 cemeunom aumamuese. B ceéa3u ¢ smum



askcnepmor BO3, Eeponeiickoco obwecmsea sHookpunonozos (European Society of Endocrinology) u
ENSAT pexomenoyiom ckpunuposams ecex nayuenmog ¢ AKP na nanuuue 2epmMunamusHvlx Mymayuil
6 cene TP53.

Cunopom Jlunua npucymcmeyem y moii dce uacmu nayuenmos ¢ ACC, umo u y nayueHmosg c
KOJIOpeKMaibHulM pakom (3-5%), komopeim nokaszan ckpunure Ha cunopom Jlunua. Eco ouaenocmuxa
MOdHCem NPOBOOUMbBCS NYMeEM HeNnoCPeOCMBEeHH020 MOLEKVIAPHO-2eHEeMUIecKO20 UCCIe008aHUs 2eHO8
MSH2, MLHI, PMS2, MSH6 u EPCAM unu nymem umMyHOSUCTMOXUMUUECKO20 UCCAE008AHUS C

anmumenamu k MSH2, MLH1, PMS2, MSH6 u oyenku Mukpocameiiumuou HecmabuibHOCmu.

50-90% cnyuaee AKP 6 oemckom 6o3pacme Habnooaemcs 8 pamkax cunopoma Jlu-@paymenu. B
ceazu ¢ amum 6 cayuae ewiaerenuss AKP 6 odemckom eo3pacme, 6cem NaAyueHmam HeoOX0OUMO
nposeoenue MOAeKYIAPHO-2CHEMUYECKO20 AHANU3A O/l BbIAGNEHUS NAMOSEHHbIX 2ePMUHAMUBHBIX
mymayuu 8 2cene TP53 [4, 2, 9].



3. JIleuenne

3.1 Xupypruueckoe JjiedeHue

e 3.1.1 Pexomennyercs Bcem nanueHtam ¢ AKP I-III cragum no ENSAT u npu Bo3moxxkHOCTH RO-
PE3EKIU B CIECIHUATM3UPOBAHHOM IIEHTPE MPOBECTU XUpyprudeckoe yedeHue. O0beM omneparuu
npu AKP — agpenamskromust B mpeienax 310pOBbIX TKaHEH, 0€3 HapyIIeHUsI [IEJIOCTHOCTHU KaIlCyJlbl
OIyXOJIW. BBIITONIHEHNE ONepaluil C MOMBITKOM COXpaHEHHs TKaHW HAAIIOYEYHUKA HEIOIyCTHUMO.
PexomenmyeTcsi BceM maieHTaM BBITIOJIHUTH OMEPATUBHOE MOCOOME B KpaTyailliie CPOKU MOCIe
MPOBEACHUSI TOJHOLEHHOW JUAarHOCTUKHM M  CTQJAMPOBAHMS  OIyXOJEBOIrO Ipolecca s

MUHHMMU3AIMU PUCKOB MeTacTtarnueckon arpeccuHoctu AKP [8-10,13,58].
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KommenTapuii. EouncmeeHnbiM 603MONCHBIM 6apUAHMOM NONHO20 usneyenus npu AKP 6 nacmoawee
8peMsi A6IAemcsl NOTHOE XUPYpeuieckoe YoaieHue OnyxXonu cpasy nocie ee ooHapyicenus. Axyenm na
CPOYHOCMU ONEPAMUBHO20 8MEULamenbCmea Ce53aH ¢ ObICIMPbIM YEeNUYeHUeM pamepos OnyxXoau U
8bICOKOU 8ePOAMHOCMbIO Memacmaszupoganus. Eciu na momenm oOHapydlcenuss Onyxoau Memacmaszl
He BbIAGNAIOMCS, MO 6bl200d ONnepayuu 04esuoHd, Mm.K. OHA HAYeleHd HA NOIHOe usleyeHue (CM.

maxace Ilpunoocenue b Puc. 1) [4].

e 3.1.2 PexoMeHayeTcsl BCEM IAIIMEHTAM C OIYXOJIBKO HAJAIIOYEYHUKA U BBICOKOBEPOSITHBIM WIIH
BepuuuupoBaHHbIM JuarHo3oM AKP BBINONHATH XUpypruyeckoe JieUeHHE HAa OCHOBAaHUU
CJIeIYIOIIMX MPUHIIUIIOB:

(o]

BBIITOJIHCHHUEC paHHKaHBHOﬁ AAPCHAJIDKTOMUH B IIPCACIIaX 3N0POBBIX TKaHCﬁ;

(o]

COXpPAaHEHHE 1IETOCTHOCTH KarCyJIbl OMyXOJIU;

o BBITIOJIHEHWE KOMOWHHPOBAHHBIX AaJPEHATIKTOMUN MPU WHBA3UU OMYXOIH B OKPYKAIOIINE
OpTraHbl U CTPYKTYPHI;

o BBINOJHEHUE TPOMOAKTOMHUN M3 TMMOYEYHON BEHBI, HIDKHEH TOJIOW BEHBI W Kamep cepiama Mpu
OITYXOJIEBOM TPOMOO3e€;

o BBITIOJIHEHHWE JUM(OANCCEKIIMM B AOPTOKABAJIbHOM 30HE W 30HE BOPOT TOYKH [8-

10,13,47,57,58,63,128].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH J10KA3aTeIbCTB — 4

KommenTapuii. Ocobennocmamu pocma onyxonu npu AKP u Xupypeuueckux emewamenbcme

ABJIAIOMCA CJle()leZMl/le.'

* UHBA3US ONYXONbIO OKPYICAOWUX OP2AHO8 U CMPYKMYp. NaApaHe@dpaivbHOl Kiemuyamiku, NOYKU,
neyeHuU, cele3eHKU, N00XHCeNYOOUHOU JHcele3bl, KPYRHbIX COCYO08 (HUMCHEL NONOU 8eHbl, NOUeUHOU
8EeHbl, 8OPOMHOU GeHbl). Mecmuas pacnpocmpaHeHHoOCmb OnYXOIU OO0JHCHA OblMmb OYeHeHd 00
onepayuu 011 niaHuposanus ee obdwvema. llpu HeobXOOUMOCMU BLINOJHAM pe3eKyuu nevyeHu

(amunulmble, aHCZMOMul{Hble), I’lOd?fC@leaO'-lHOMV acenesvl, CNJIeHIKIMOMUAL. He(ﬁPQKWlOMMﬂ nokKaszana



MONILKO NPU UHBA3UU CIMPYKMYP 6opom nouxu. Ilapanegpanvuas kiemuamrka 0OAHCHA YOANAMC 8
xo00e adpenanzxkmomuu npu AKP.

o UHBA3US HUMNCHEU NOJOU BEHbI/NOYEYHOL BEHbl, KOMOpAas HAON00Aemcs No OAHHbIM JUMePamypol
om 5-7% 0o 30% cnyuaes AKP u mpebyem pesekyuu cocy0o8 8 pasHom obveme (NpoooabHAs Ulu
YUPKYTIAPHASL) ¢ nociiedyroujell peKoHempykyuel uiu oes Hee.

o onyxonesvlii Mpom603 HUNCHEU NOOL 8eHbl UNU NOYEYHOU BEHbL (NPU 1€80CMOPOHHEM NOPANCEHULL),
NPOKCUMANbHASL 2PAHUYA KOMOPO20 MOXdcem 0ocmueams 00 Nnpasvlx omoenos cepoya. Y
nayueHmos 0e3 OmOAaleHHbIX MemAacmasos NOKA3aHA aAO0PEeHAIIKMOMUS C MPOMOIKmMoMuUell,
BO3MONCHOCTL MPOMOIKMOMUU Clledyenm PaACCMOMPUBAMb MAKICe y NAYUEHMO8 ¢ OMOAIeHHbLMU
mMemacmasamu 8 6udy omcymcmeus 3¢ghekmusHvlx cnoco606 KOHCEePBaAMuUBHO20 JleUeHUus U
BbICOKO20 PUCKA NeMANbHbIX OCI0NMCHeHUl meyueHus bone3nu. TpomoOsKmomus 8binoiHsAemcsa Kaxk ¢
UCKYCCMBEHHbIM KPOBOOOpaujeHueM, max u 0e3 He2o, 8 3A8UCUMOCMU OM YPOBHS MpomoOOo3a.
Heobxooumo npednpunams mepvl no npoguiakmuke 3mMO0IUU 1€20YHOU apmepull Onyxoiegblmu
maccamu. Heobxooumocms peKOHCMPYKYUU HUNCHEU NONOU 6eHbl NOCie MPOMOIKMOMUU, 4aACMO
CONPOBONCOAEMOU YUPKVIAPHOL ee pe3eKyuell, Onpeoensemcs 6 3a8UCUMOCIU Om CmeneHu
HapywieHuss KpoBoOmoKa NnNo Hell U pa3eumusi KOLIAMepaibHo20 KPOBOMOKA, HA OCHOBAHUU
npeoonepayuoHHOl OYeHKU,

* BbICOKASL BEPOSIMHOCMb  OMOOIUUECKUX — OCILONCHEeHULl  S61emcsi  OCHO8HOU  npuuunou (/)
UHMPAONEPAYUOHHOU U PAHHEl NOCIeonepayuoHHol cmepmuocmu y nayuenmos ¢ AKP. Ombonus
Modicem Oblmb 00)C108IEHA HeCKONbKUMU (AKMOpamu Uil Ux COYemaHuem.

o HanUyueM SUneproOPMUYUIMa/2unepanopo2eHuu, cnocooCmMayUWUx UCXOOHOU UNepKoa2yIAyUU;

e MACCUBHOU UHMPAONEPAYUOHHOU Kposonomepel ¢ OOHOMOMEHMHbIM Nepelusanuem Oonbuux
00beM08 KOMNOHEHMO8 KDOBU,

o Hanuyuem Onyxonevlix mpomoos;

o omcymcmeuem NnpeoonepayuoOHHbIX NPOPUIAKMUYECKUX MEPONPUAMUL, — CHUNCAIOWUX PUCK
mpomoosmooIULL.

o Cpedu npochunaxmuueckux mMeponpusmuil OOINHCHbL PACCMAMPUBAMBCI 2eNAPUHONPODULAKMUKA,
YCMAHOBKA 8EHO3HBIX MPOMOOYIABIUBAIOUUX 30HO08. [lociednee modcem Obimb 3ampyoHeHo U3-3a

ONYX01€60U KOMNPECCUU HUNCHEL NOIOU GEHbI.

Hapywenue kancynvl onyxonu npakmudecku 6 100% nabnrooenuti npusooum Kk MeCmubviM peyuousam
AKP. I[lpeyuzuonnocms Manunyisayuti npu yOaieHuu Onyxoiu A611emcs 0OHOU U3 KII04esblx 3a0ad
xXupypea, max Kak Hapyulenue yYeloCmHOCMU Kancyavl Hpugooum K MeCmHOU ONyXonesol

ouccemunayuu oasxce nocie govinoanerus R0-pesexyuu [8, 53, 54].

Ilpu AKP nokazano yoaneHue pecUuOHApHBIX JAUMGPOY3I08 6 Ccayuae Uux Memacmamuyeckoo
nopadicenust Ui NPu NOOO3PEHUU HA NOPAINCEHUE NO KIUHUKO-UHCIMPYMEHMATbHbIM OaHHbiM [44,55].
Ipeumywecmea numghoouccexyuu npu AKP npooemoncmpuposanvl 6 ucciedosanuu J. Reibetanz u
coasm. [56], 20e Ha Oocmamouno OONBLUION BbIOOPKE NAYUEHMO8 OOKAZAHO CMAMUCTIUYECKU
3HaAUUMOe Yyiyuulenue Oe3peyuousHoll evidcusaemocmu u AKP-accoyuuposannoii cmepmuocmu y
nayuenmos ¢ R0-pezexyueii. B kauecmee 00noanumenbHo2o 00800a RPUBOOUMCsL (hakm, 4mo 6 epynne
c aumgoouccekyueri cpeOHUull pasmep Oonyxoiu Obll 00CMOBEPHO Oolbule U MYIbIMUBUCYEPATbHAS

pe3eKyuUsl 6blNOJIHANACL Yaule, OOHCIKO, Hecmomp: HA S5mo, ()OCI’I’ZMZHyn’lbl Jaydwiue pesyibmanmol. B



uccneoosanuu Gaujoux S. u coaem. [57] ykazvieaemcs, 4mo B08JEYEHHOCHb AUMPOY3I08 8
onyxonesvlil npoyecc y nayuenmos ¢ AKP, nepanscupoeannvix no cmaousam, cocmasisiem 20%, umo
A6NAemcsl, N0 MHEHUIO A8MOpos, NOKA3aHuem K 0onee WUpoKOMY BbINOTHEHUIO0 TUMGDOOUCCEKYUU.
I panuysbr  npesenmugHou aUMpOOuUcceKyuu He MOYHO ONpeOeleHbl, N0 UMEIOWUMC OAHHBIM

noonescam yéaﬂeﬂuio ﬂMM¢0y3Jlbl 60pom nO4YKU, napakaedalbrHble cnpasa u napaaopmaijbHble cllesd.

IIpu omcymcmeuu s6HLIX NPUSHAKOE UHBA3UU 8 NAPEHXUM)Y UIU B0POMA NOUKU, HEOOXOOUMOCMU 8
“npesenmusnotl”’ Heppaxmomuu (negppadpenanszkmomuu), OJisi NOBbLULEHUS PAOUKATLHOCMU Pe3eKYULL,

Hem. ,Z]ocmamowa PE3CKUUA 9fCMp0601:Z Kancyasl nOYKu ¢ omcmynjieHuem om Kpaee onyxojiu Ha 2-3cm.

e 3.1.3. [Tanmentam ¢ KIMHUYECKU BepuUIMpoBaHHEIM ArarHo3oM AKP MoxeT pekomMeH10BaThCA
BBIITOJIHEHUE 9H/JI0CKOIINYECKON (JrarmapocKonu4ecKoi, PETPONEPUTOHEOCKOTMUECKOH )
aJIPEHAJPKTOMUU TPU COYETAHUHU CIEAYIOIUX (PakTopoB: pasmep omyxoinun meHee 6 cm, 1 u II
craaust 3aboneBanus 1Mo ENSAT (oTcyTcTBHE NpPU3HAKOB WHBA3UU OIMYXOJH B OKpYXKAIOIIHME
CTPYKTYPBbI), TOCTAaTOUHBIN OMBIT MOAOOHBIX BMEIIATEILCTB y XUPYPra U JICYCOHOTO YUPEKICHNUS.
[Ipu GobIIEH pacIpOCTPAHEHHOCTH MPOIIECCA IHAOCKOIINYECKAs! ONepanus MPOTUBOIIOKA3aHa, TaK
KaK BO3MOXKHOCTb BBITIOJTHEHUS JTUM(DAJECHIKTOMUN U aJIeKBATHON PEBU3UU U PE3EKIUU COCEIHMX

OpraHOB OI'PaHMYEHA, PAJUKAIBHOCTh BMEIIATEIbCTBA COMHUTENBHA [8,13,59,660].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10Ka3aTeJIbCTB — 4

KommenTapuii. Ocnosnas npobnema 1anapockonuyeckol aopeHaniskmoMuu — 6blCOKAs 4acmoma
ouccemMuHayuyu ONyXoau nO OpowuHe Nocie onepayuu, 8cieocmeue UHMpAaonepayuoHHO20
nosepesicoeHus kancynol onyxoau. Hacmuv sxcnepmos npuoeporcusaemcs MHeHUs, 4mo npu pasmepe
onyxonu 6onee 5 cm u/unu noOO3peHUU HA 3NOKAYECMEEHHOCHMb ONYXOMU N0  pPe3yibmamam
npeoonepayuorH020 00C1e008aHUs — BePOSIMHOCIb OUCCEMUHAYUU ONYXONU NPU HAPYULEHUU KANC)Tbl

3HAUUMeNbHO 8blule, YeM npu omxkpolmom emewiamenvcmee [8, 44, 47, 53, 58 - 60)].

HeouckymabenbHbimM nyHKMOM OGAHHOU pPEeKOMEeHOAyuu 5811emcs CNeyuanu3upo8aHHvlll Xapakmep

VupescOeHuUs U onvim onepayuoHHol opueaobwl.

e 3.1.4. PexoMeHayeTCsl MAIlMEHTaM C PE3EKTaOENbHBIMU (OopMax MECTHOTO PEIHANBA WU TPU
CONTUTAPHBIX/CAMHUYHBIX METacTa3aX, BO3HUKIIUX IMOCJE ONEPaIfy, BHITOJHUTH MOBTOpHYIO RO-
pe3ekuuioo  Kak ~ HaumbOonee A(PQPEKTUBHBIA U  NPEANOYTUTENbHBI  BapUaHT  JICUCHMS,
oOecrieunBaroluii Hanboyiee UIMTENbHBIN Oe3pelUIUBHBIN MEpUOl WIH MPOJOIKUTEIBHOCTD
xu3Hu (cM. takxke [lpunoxenne b Puc.1l). bespenmauBueiii nepuosa 6onee 1 roma mocie nepBoun
orepaluy SIBISeTCS ONaronpHUsITHBIM MPOTHOCTUYECKUM (PAKTOPOM MPHU XUPYPTUYECKOM JICUYECHUH
peuuanBoB win MmertactazoB AKP. IlenecooOpa3HOCTh MOBTOPHBIX OINEpaluil Npu peruauBax
OTpEACNAeTCSl  WHAWBHUIYAIbHO,  MYBTUAUCIHUIUIMHAPHBIM  KOHCHWJIIMYMOM, C  Y4Y€TOM
pacnpoCcTpaHEHHOCTH  TIPOIECcCa, BEPOSTHOCTH  TOJHOW  IUTOPEAYKIMH, OHOJOTHYECKUX

0COOEHHOCTEHN OMYXOJU U BOBMOXXHOCTH KOHCEpPBATUBHOTO JiedeHus [58,62,64,65].

YpoBeHb yoeauTeIbHOCTH peKoMeHaaunii — B, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 3



Kommentapuii. Yacmoma npoepeccuposanus AKP nocne xupypeuueckozo neyenust 6 meuenue 5 iem
docmueaem 00 80-85%. EOuncmeeHHbIM Memooom, 00ecneuusarwum OJIUmenbHoe BblHCUBAHUE NPU
peyuousax Uuiu mMemacmaszax ocmaemcs NO8MOPHAs «paoukanvHasy, mo ecmv RO- pezexyus. Ee
B03MOJNCHOCb Clledyem PAcCMampusams )y Kanico020 NAYUEeHMAd C Y4emom pacnpocmpaneHHOCmu
npoyecca, 0cobeHHocmell NpeovlOyue2o Xupypeuueckoeo Jjedenuss, Ouoniocudyeckux o0cobeHHocmell

onyxojiu, maxKkux Kak CmeneHs 3jloKkavecmeeHrHocmu u niemn pocma.

B onkonoeuueckom yenmpe Sloan-Kettering, CIIIA, nosmophvie pezekyuu 6vinonneHvl y 47 nayuenmos
C MeCmHbIM peyuoueom uiu omoaneHuvimu memacmasamu AKP [61]. Ilpu smom uz 113 nayuenmos 6
62 cnyuasax onepayus 6vlia paduxkaivHou, 8 45 — nariuamusHol. Cpeou paouxanivHulx onepayuti 43
(69%) 6vinonnerno no nosody omoanenuvix memacmasos, 14 (23%) — no nosody mecmuozo peyuousa,
5 (8%) — no noeody u peyuousa u memacma3zos. Bce onepayuu no nogoody Mecmuo2o peyuousa oviiu
KOMOUHUPOBAHHbIE, C pe3eKYUell NOPANCEHHBIX CMENCHBIX OP2AHO8, CPeoU JNOKAIU3AYUL OMOAIEeHHbIX
Memacmaszos camviMu yacmolmu Ovliu neuensv (28), neexue (17), oprowuna (8). Meouana obwetl
8bIHCUBACMOCTNU NAYUEHIOB8 NOOBEPLULUXCS NOBMOPHOLL PAOUKATILHOL pe3ekyuu cocmaesuna 74 mec, 5-
JIeMHSS 8blorcusaemMocms — 57%, vy nayuenmos nocie nauiuamusHoll NO8MopHou pesekyuu — 16 mec u
0% coomeemcmeenno, pazidus OvblIU cmamucmuyecku 3Hayumsl. lIpoeno3 nayuenmos,

onepupoearHisblx no noeody MECMHO2O peuuduea U OMOANEHHO20 memacmas3oe, He Omiauddaicsl.

Ilo Oanmvbim panyyscrkoii accoyuayuu SHOOKPUHHBLIX Xupypeos [62] noemophvie onepayuu
gbinonHenvl y 22 nayuenmos. 5-1emHmsis 8bloCUBAEMOCHb ¢ MOMEHMA YCMAHO8KU OUACHO3A COCMABUNLA

27%, ¢ momenma nosmopnoti onepayuu — 16% (npu paouxanvrot nosmoprot pezekyuu — 28%).

R. Bellantone u coasm. [63] 6 1997 2 ananusuposanu oanunvie Umanvsnckozco pecucmpa no AKP,
sxatouarouieco 188 nayuenmos. Cpeonss npooonHcumenbHOCmy HCUHU NAYUEHMO8 ONepUpOBaAHHbIX
NOBMOPHO NO N0B00y peyuousa cocmasuia 15,9 mec., npomus 3,9 mec. y nayuenmos, nonyyaguiux
MONLKO  KOHCcepsamueHoe JledueHue, 3-lemusas  gvlycusaemocms cocmasuia 23% u 0%

coomeemcnieerHo.

B Typunckom ynusepcumeme [64] pempocnexmuéHo aHaiu3uposaiu CpasHUmMenbHblii ONblm jedeHus
peyuousos AKP: epynna A — 22 nayuenmog onepuposanwvi, 17 — 6 obveme yoanenus peyuousd, 5 —
yoanenue omoaieHHo2o memacmasa (cpeonuti bann Weiss — 6, cpeonee 8pems 00 npocpeccupo8anisi —
22 mec, cpeonuti Ki67 — 18%). Ipynna B — 17 nayuenmog noayuuiu XUMUOMEPAnuio no cxeme
#ooxkcopybuyun™*, smonozuo™*, Hyucniamun®* u mumoman** (cpeonuti o6ann Weiss — 7, cpeonee
spemsi 00 npoepeccuposarus — 9,5 mec, cpeonuti Ki67 — 28%). B epynne A y 5 nayuenmos (22%)
peyuousa He Hadbnooanrocw, y 17 603HUK peyuous 6 cpeoHem uepes 23 mec, 8 nayueHmos nosmopHo
onepupogamnbvl; cpeoHss obuas evidxcusaemocms cocmasuna 86 mec. B epynne B 88% nayuenmosg 3a
8pemMs HabNoOeHUs. yMepiu Om NpPocpeccupos8aHusl; Cpeonss oouas gvlocusaemMocms cocmasuia 33,5

mec — Oocmoeepﬂo MEHDbBLULE.

Tem He MeHee, 60 e6cex I’lpu6€()€HHblx UCCTICO0BAHUAX HENb35 UCKIIOYUNb HEePABHO3ZHAYHOCNb
pacnpe@eﬂenuﬂ nayuermaoe, screocmaeie moco, 4mo noemoOpHO He onepupoedilu nayueHmoe c

OONLUUM PACIPOCMPAHEHUEM NPOYecca UlU C 3a6e00MO NJIOXUM NpocHO30M. Hnousuoyanuzayus



NOKA3AHULL K NOBMOPHLIM ONEPAYUiM S6IAemcs HepeuleHHol 3adavell u mpebdyem OalbHeUuuux

UCCIe008aHULL C YUemom makoice buonocuieckux ocooennocmeti onyxonu [635].

e 3.1.5. Bcem mamumentam ¢ AKP u runepkopTHUIIM3MoM (MaHHU(PECTHBIM WIH CYOKIUHUYECKUM)
PeKOMEeH/yeTcsl TPOBEIEHUE 3aMECTUTENIbHON Tepanuy HaJlOYEeYHUKOBOM HEIOCTAaTOYHOCTH B

noclieonepanmoHHoM nepuoge [13, 19, 24].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 5

KommenTapuii. Manugecmuwiii cunepkopmuyuzm u @GyHKYUOHATLHO ABMOHOMHAS 2UNEpnpoOyKYUs
KOpMuU301a, Kak Npasuio, Npueoosm K pa3eumuto HAONOYEeUHUKOBOU HeOOCMAamoOyHOCmU Nnocie
aopenandkmomuy ¢ onyxoavto. B ceasu ¢ smum ecem nayuenmam c¢ AKP u eepuguyuposannvim/
8bICOKOBEPOSAMHBIM — CUNEPKOPMUYUSMOM — NOKA3AHO — NPOBEOeHUe  3aMeCmumenbHol — mepanuu
HAONOYEYHUKOBOU HeOOCMAMOYHOCMU UHMPAONEPAYUOHHO U 8 NOCIeONnepayuoOHHOM nepuoode 8

COOMEEemcmauU ¢ KIuHu4eckumu pekomenoayuimu [9].

3.2. KoHcepBaTuBHOE JIeUeHHE

e 3.2.1. He pexoMeHayeTCs1 IPOBEJICHUE aIbIOBAHTHOM TE€paIlMH MAMEHTAM C aIpEHOKOPTUKATbHOMN

OMYyXOJIbI0 HEOTIPEAECIICHHOIO 3JI0Ka4Y€CTBEHHOT0 noTeHuana [73,85,86,95].
YpoBeHnb yoenureJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5

KOMMeHTapHﬁ. AOovrosanmuvie Memoobl ne4eHUs C853aHbl C nomeHuuaﬂbHoﬁ MOKCUYHOCMbIO, 6 CBA3U
c omum CZ()’bIO@CZHWZHyIO mepanuro Cﬂedyem pacemampusams - nMOJbKO onsl nayuermoe ¢

sepuuyuposanuvim namomopgonocunecku ouaznozom AKP (cm makoice pazo. 2.5.2.1) [9].

e 3.2.2. PexomeHnayercsi BceM nainueHtam nocie BoinojgHeHust RO-pesekiuu no nosoxy AKP mpu
Ki67 6onee 10% mnpoBomuTh aJbIOBAHTHOE JieUeHHUE MUTOTaHOM™** (opTo-mapa-DDD) ¢ memnsio

SpajuKaliy WIK JJIUTEIBHOIO MOJABICHUS MUKpoMeTacTa3oB [73,85,86,95].
YpoBennb yoenureabHOCTH pekoMeHaanui — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4

Kommentapuii. Tepanus mumomanom™* Oondxcna Ovimv Hauama 6 Kpamuatiuiue CPOKU NOCHe
Xupypeuueckozo Jjiedenus. Ypoeewb npenapama 6 Kposu mpedyem HNOCMOSIHHO20 1aO0PaAmopHO20
MOHUMOPUPOBAHUL U, NPU  YCA0BUU €20  NEePEeHOCUMOCMU,  PEKOMEHOOBAHHbIUL  OUANA30H
mepanesmuyeckol KoHyewmpayuu cocmasigem om 14 0o 20 mke/mn. [loza mumomana™**,
HeobXo0uMast OJisk OOCMUNCEHUSL U/UNU NOOOEPIAHCAHUSL €20 KOHUEHMPAYUU 8 KPOSU 8 Mepanesmuieckom
ouanasone, UHOUBUOYATbHA, KaK npasuo, cocmasiiem 4 — 8 2/cym. IIpu omcymcmeuu peyuouea AKP

aovioganmHoe Jjieyenue npogooumcs om 2 0o 5 nem (cm. maxkaice Ilpunoscenue A3).

B 2004 2. no pewenuio EMA (European Medicine Agency) 6 xauecmee 6a3z068020 npenapama 0ns
neuenusi AKP npeonoocen 1 - (2-xnopgpenun) -1 - (4-xnopgenun) -2,2-ouxnopsman. 3mo

EOUHCMBEHHbI, 6 Hacmosujee 6pems 0e3albmepHamutblil. no 3ggexmuenocmu npenapam,



cneyu@uuHo Oeticmeyrowull Ha Ny4Ko8yl, YACMUYHO Cem4amyro 30HY, U NPUBOOAWUN K KIemOYHOU
OezeHepayuu Kopvl HAONOYEYHUKA, NpU OMOM, He 3ampacusas Kiybouxkogyio 30Hy. Hapsady c
NpPOMUBOONYXONE8bIM  8030elicmauem, mumoman™* obradaem adpenorumuueckum 3¢hghexmom,
no8ped’coas HYmpuKiemoyHvle hepmenmsl, yuacmeyowue 6 CUHmese cmepouoos, makum oopazom,
CHUDICASL UHMEHCUBHOCMb HAONOYEYHUKOB8020 cmepoudozeneza [66, 67]. B ceéazu ¢ onoxuposanuem
cmepouoozene3a nayuenmsl, noxyyarowue Mumoman™*, umyscoaomes 6 3amecmumenbHOU mepanuu
2TIIOKOKOPMUKOUOAMU. Y MeHbuleHue YPOBHs 2IIOKOKOPMUKOUOO8 8 KPOBU CBA3AHO He MOIbKO C
AOPEHONUMUYECKOL AKMUBHOCMbIO MUMOMAHA™*, HO U ¢ UHOYKYUelu UM NeYeHOUHO20 KIUPEHCA
cmepouoos [68], 6 cea3u ¢ uem He0OXOOUMO MUHUMYM O8YKPAMHOE Y8eludeHue Cmanoapmuou 003bl
3aMeCcmumenbHolt — mepanuu  Haono4yedHuxKosou  Hedocmamounocmu. Hedocmamounaa — 0o3a

3aMecmumenbHoll mepanuu CcHuscaent nepeHocuUmMocms mumomana** u ymsoaicenient e2o noboumvle

aghghexmui.

IIpenapam ucnonv3yemcs 6 Kauecmee OCHO8HO20 cpedcmea xumuomepanuu AKP ¢ 1970 2ooa,
pexomenoosan FDA — Agency of Food and Drug Administration, USA). B ¢espane 2018e.
mumoman** enepevie zapecucmpuposan ¢ Poccuu u paspewen k npumenenuio. Ilpenapam exniouen 8

peecmp HCUHEHHO HeoOX0OUMbIX U BaAdXCHeUWUX 1ekapcmeenHvlx npenapamos (AKHBJIII) [69].

HUccneoosanus no sghghexmusnocmu mumomana™** 6 aovrosanmuom pedcume, nposooumsie 0o 2006
2004, OMIUYANUCL NPOMUBOpedUbIMU blsodamu. Eciu adviosanmmuas mepanus nposoounace npu
pasmepax nepeuunoi onyxonu oonee 10 cm, mo npu CpasHeHuu ¢ KOHMPOIbHLIMU 2SPYNNAMU
nayuenmos, He NOIYYAGWIUX NPenapam, HO C MEHbUUMU paA3Mepamu onyxonei — HONYYeHbl
napaooKcaibHvle  pe3Vibmamol, CEUOeMEeNbCmeyiouue O JIYYUUX JleYeOHbIX NOKA3amensix 8

KOHMPOJIbHBIX 2PYANAX NAYUEHMO8, He noayuasuiux mumomaun™** [70, 71].

B mynomuyenmpogom ucciedo8anuu u Mema-aHaiuze HemeyKo-umaibsaiCcKo20 pecucmpa nayueHmos ¢
AKP [72] ananuzuposansi pe3ynomamsi nevenuss 177 nayueHmos u npo0emMoHCmMpPUpOBaHo yeeludeHue
be3peyuousHo2o nepuooda npu nposedeHuu aovioganmuou mepanuu — 42 mec npomug 10 u 25 mec 6
08YX KOHMPOJLHLIX 2PYNNAX U CHUdMCeHue dacmomsl peyuousa 0o 49% npomus 73% u 91%

coomeemcni6eHHO.

Ilpu ananuze s¢hgpexmusnocmu mumomana™* y 246 nayuenmog ¢ pacnpocmparHeHHbiMU Gopmamu
AKP (1IV cmaoua ENSAT) 6 26% Hnabniodenuii ommeuer 0O0beKmMuGHblil 0Omeem 6 cOOmEemcmeul ¢
kpumepuamu RECIST (11 nayuenmoé — noanwviti omeem, 52 — uacmuynwviti omeem) [75]. Hyoxcno
ommemumob, uMO 6 OONbWUHCIGE UCCIe008aHUll NO ddexkmuenocmu mumomana™* npu

pacnpocmpanenuvix popmax AKP ommeuaromes ciedyrouue oowue meHOeHyUU U 8b1800bl.

o CHYYAU NOTHO20 U3IeYeHUs UMEIOM MeCmO, HO AGAIOMCS KPaliHel peOKOCmbIO,

o YACMUYHBIL UNU NOJHBIU ONYXONe8blll Omeem 8 NooasuAruwemM OO0NTbUUHCMEE OMMeUaemcs y
NAyuUeHmos ¢ 00CMudICeHueM mepanesmuyecKkoll KoHyeumpayuu mumomana™** 6 xposu [76-79].

° HE3a8UCUMO OmM OOCHMUIICEHUS. UYeleBol Mepanesmuyeckol KOHYEHmMpayuu ommedaemcs
yeenuueHue oouetl svlacusaeMocmu, 6onee OIUMeNbHOL NPU YeledblX SHAYeHUsx Mumomana™** ¢
kposu [70-74,80-82].



e Ha @oue npuema mumomana** 6 OorvUWUHCMBE HAONIOOEHULl YO0Aemcs KOHMPOIUPOBAMb
nposenenus eunepropmuyusma [8].

e Oocmudicenue yenegou KOHYeHmpayuu Mumomana™** ¢ kposu ne 6ce20a 3a6UCUm om NPUHUMaemou
003bl npenapama, 6 6o1bulell CMeneny 3a8UCum om KyMYyIAYUuU 003bl, C8A3AHHOU C ONUMETbHbIM
nepuoooOM  NOMYICUSHU — Npenapama, uYmo  00Kazvieaem  HeoOXO00UMOCMb  MUujamenbHO20
MOHUMOPUHEA YPOBHS MUMOMAHa ** 6 Kposu u nocmosiHHOU KoppeKkyuu 003bl [78-79].

o Mumoman** umeem yskuul mepanesmuyeckuii OUANA30H O003UPOBAHUS, O02PAHUYEHHbIL, C OOHOU
CMOPOHDBL, HEOOX0OUMOCMbIO Oblcmpeliue20 O0CMUNCEHUST Mepanesmuieckoll KOHYeHmpayuu
npenapama 6onee 14 me/n, ¢ Opyeoil — nepeHocuMocmyvio npenapama. B yenesvix Konyenmpayusx
yacmoma nobounvix 3¢ppexmos cocmasnsiem ne menee 80% nabnrooenuti (mMmunumym 1 nobounwlil
aghghexm), UHMEHCUBHOCTNb U AMNIUMYOA HEHCENAMENbHBIX KIUHUYECKUX NPOSAGIeHUll Hapacmaem ¢

NPOAGIeHUAMU KYMYIAYUU 003bl, NPOSGIIeHUs uciesarom ¢ ommenou npenapama (Taon. 6) [8].

Tadoauua 6. [lo6ounbie 3 PekTHI MUTOTAHA™* [8, C U3MEHEHUSIMU |

CMMNTOMBI YacroTa
[acTpoOMHTEeCTUHaNbHbIE: TOWHOTa, PBOTA, Anapes OueHb yacTo
LUHC: coHnnBOCTb, 3aTOPMOXEHHOCTb, aTakCws, AW3apTpus, FONOBOKPYXeHWe, Aernpeccus, OueHb yacTo
CHMXXEeHMe NMaMsaTn, NosinHenponaTus

HapanoyeuyHnkoBas HeAOCTAaTOYHOCTb OuyeHb yacTo
[MepBUYHbBIN TMNOrOHAAU3M Y MY>XUYMH Yacto
M'mHekomacTus YacTto
KoxHas cbinb YacTto
AYTOMMMYHHbIV renatut Penko
ApTepuasnbHasa rmnepTeH3ns OueHb peako
Avnnonusa, peTuHonaTus, KaTapakTa, MakynspHbIA oTek OueHb penko
FeMopparnyeckuii LMCTuT OueHb penko
Bupax nevyeHouHbIX pepMeHTOB (B OCHOBHOM [TTI) OueHb yacTo
YBenuueHue ypoBHS CBSA3biBalOWMX 6enkos OueHb yacTo
MmMnepxonecrepnHeMns, rmnepTpuranLepuaemMmns OueHb yacTo
YBenvyeHne BpeMeHN KpoBOTEYEHUS OueHb yacTo
NerikoneHus YacTto
TpombouuToneHuns, aHemMns Pepko
MHAYKUMS MWUKpPOCOMasbHbIX MeYeHOYHbIX (epMEeHTOB, YBeNMYMBalOWNX MeTabosmyeckmi OueHb yacTo
KNIMPEHC TNIOKOKOPTUKOCTEponAoB, bapbuTypatoB, BapdapuHa

Onpeoenenue wacmomuvt no6GouHvIX IPphekmos: ouenv wacmo (=1/10), wacmo (=1/100 to <1/10),
Heuacmo (=1/1000 to <1/100), peoko (om =1/10 000 oo <1/1000), ouenwv peoko rare (<1/10 000), ne
u3eecmHo (He Modxcem Oblmb ONPEOeeHO0 HA OCHOBAHUU UMEIOUWUXCA HA CE200HAWHUI OeHb

pe3yibmamos uccied08anuil).



Takxum obpazom, mumoman™** noxazan 3HauuUMeENvHyrO IPEEKMUBHOCMb 6  OMHOULeHUU
bespeyudusHoli  evidicusaemocmu  nocie RO-pezexyuii  u  ynyuwienue nokazameneu  odweu

gvlocueaemocmu npu pacnpocmparenuvix gpopmax AKP.

e 3.2.3. PeKOMeHI[yeTCH BCCM ITAIMCHTAM, KOTOPBIM IIOKa3aHa TEpaliuns MI/ITOTaHOM**, Ha4YHUHAaTb
JICUCHUE C HEOOIBIIMX 03 C MOCTEIICHHOM BCKaHaHHefI, oA KOHTPOJICM COCTOAHUS ITaIUCHTA,

MEPEHOCUMOCTH JICUEHUs, KOHIIEHTpAIIM MUTOTaHa** B 1iazme kpoBu (cMm. Takke [lpunoxxenue

A3) [83-85].
YpoBeHb yoenuTeJbHOCTH pekoMenaanuii — C, ypoBEHb I0CTOBEPHOCTH JI0KA3aTeNIbCTB — 4

KommenTapuii. Cywecmeyiom pasnvie cxemovt mepanuu mumomanom™*, nu oona uz Hux we obnadaem
OOKA3AHHBIM NPeUMyuecmeom Ha ce200HAwHul Oenvb. Haubonee wupoxo ucnonv3yemcs cxema,
npeononazaowas cmapm mepanuu ¢ 003wl 1 2/cym ¢ nocmenennou sckanayueti 0ozvl Ha 0.5-1 o/cym
Kaxcovle 3 — 7 Ouetli 00 cymmapuoil 003wl 6 4 2/cym. Ilpu xopoweil nepenocumocmu mumomana™*
Modicem  Oblmb UCNONBL30BAH NOOX00 C BbICOKOU HAYanbHOU 0030l 1.5 2/cym u Ovicmpoviv ee
npupawjeHuem 0o 6 2/cym. Jlanvretuasn koppekyus 0036l Mumomana** npogooumcs 6 coomeemcmeuu
C e2o0 KoHyeHmpayuel 8 Kposu (Heobxooumo onpedenenue uepe3 4 Hedeiu om MOMEHMA 8blX00a HA
003y 4 umu 6 o/cym) u nepenocumocmoio [83-85]. B peoicume 6vicokux 003 HeoOX00UMO

KOHMPOIUPOBAMb YPOGEHb MUmMomana™** e kposu uepez 2—3 nedenu nocie Havala mepanuu.

B cpasnumenvhom hapmaxkoxunemuueckom uccie008anHul pedcuM ¢ 8bICOKUMU 003aMu HA cmapme
mepanuy HayaIbHblll NO360IUI 0OCTUYL MePanesuiecko2o OUuana3ona eviuie 14 mxe/ma y bonvuieo
Konuuecmea nayuenmos. OQOnaxko smu pesyrvmamsl He Obliu CMamucmudecku 3HAYUMBIMU U3-3d
He0oCmamo4HoU MOWHOCMU UCCLe008aHUs. Tlomumo smux 08yx pexcumos, cyuecmeayem MHOHCECMBO
Opyaux eapuayuti, 8blO0p 3a8UCUmM OM ONbIMa 6payd, ocobenHocmeu KauHudeckoeo mevenus AKP u
cocmosinus nayuenma. Pexomenoayuu no npumenenuro mumomana™* 6 kauecmee aodvlo8AHMHOU

mepanuu cm. maxace 8 Ilpunoscenuu A3.

Mumoman™* sensemcsa 1uno@uibHbIM 1€KaApPCMBEHHBIM CPEOCMBOM U, KAK Npeononazaemcs, iyduie
gcacvlgaemcs U3 KUWEYHUKA NPU COBMECMHOM NOMPebNIeHUU C HCUPOCOOEPHCAWUMU NPOOYKMAMU,
Hanpumep, C MOJIOKOM UIU WOKOnAoom. B cnyuae oepanuuennou  diceny0ouHO-KUMEedHOU
MONEPAHMHOCIU OOAHCHO OBbIMb NPEOSIONCEHO CUMNMOMAMUYECKOE JedeHue MOUHOMbL/PEombl u/uiu

ouapeu.

YV ecex nayuemmos, nonyuaiowux mepanuio MumomaHom®*, —HeoOXo0umo nposepsimov  e2o
NIeKAPCMBeHHble  83aUMOOCCMEUs. ¢ OpyeuMu npenapamamu (8 HacmHocmu, u3-3a UHOVKYUU
yumoxpoma CYP3A4 noo enusnuem mumomarna™*). Bce conymemeyowue nexapcmea O0NicHbL Oblmb
npogepenvl Ha npeomem memadorusma CYP3A4 u 3ameneHbl anbmMepHAMUBHLIMU, eCau DMO
803M00ICHO.  MonekynapHvle mexanusmvl  3pgexmos mumomana** 00 cux nop  u3yueHvl
neoocmamouno. Tem ne menee, uzgecmno, wmo mumoman** noewviwaem skcnpeccuio Ne4eHouHoll
monooxcueenaszvl CYP3A4, memabonuzupyoueii pso 1ekapcmeeHubix sewyecms. B cesazu ¢ smum, ece
npenapamol, KOMopwvle HA3HAYAIOMC NaAyueHmy 0OHOBPEMEHHO C NPUeMOM MUmomana™* uw/unu una
Qone npucymcmeusi e20 KOHYEHmMpayuu 6 Kposu, OONNCHbL OblMb NPOBEPeHbl HA  Npeoment

memabonuzma CYP3A4 u 3amenenvl anbmepHamusubvimMu, eciu 3mo 803MoxcHo [86].



e 3.2.4. PexomeHayeTrcsi NPUHUMATh HWHAUBUIYAJIbHOE PEIICHHUE O BO3MOXKHOCTH IIPOBEICHUS
anptoBaHTHOM Tepanuu AKP y manMeHToB € HU3KUM/IIPOMEKYTOUHBIM PHUCKOM peuuanBa/

nporpeccupoBanus (cM. Takxke [Ipunoxenue b Puc.1) [95].
YpoBennb yoenureabHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH [I0KA3aTeJIbCTB — 4

Kommentapuii. Ha cecoonswmnuii oens, nponugepamuenviii unoexc Ki67 cuumaemcs oOHUM U3
Kouesvlx npeouxmopos peyuouea AKP; nayuenmwr ¢ Ki67 <10% mocym npeocmasiims cobOou
no02pynny NAyueHmos ¢ OMHOCUMENbHO Oollee O1a2ONPUSMHbIM NPOcHO30M. B cesizu ¢ smum y
NAyueHmos ¢ HUSKUM/NPOMENCYMOUHbIM PUCKOM peyuousa/npozpeccuposanus (I-1I cmaouu no
ENSAT, RO-pezexyuonnsiii cmamyc u Ki67 <10%) aoviosaumuas mepanus mumomarom™* moocem
ObLIMb  UPEIMEPHOU, C VUEMOM BO3MONCHBIX HENCEIAMeNbHbIX JeKapcmeeHuvix peakyull. Ha
Ce20OHAWMNHUL OeHb He BANUOUSUPOBAHO HU O0O0HO020 KIUHUYECKO20, 2UCMONAMON02UeCcKo20 Ul

MONLEKYIIAPHO20 MApKepa, KOmopwlii Obl 00CMOBEPHO NPEOCKA3bIBAN peakyuto Ha mumoman™* [9].

B nacmosawee epems npooondcaemcs npocnekmusnoe ucciedosanue ADJUVO 6 omunowenuu
nayuenmog ¢ unoexcom Ki67 <10%. C yuemom omcymcmeusi 00CMOBEPHbIX OAHHLIX peuleHue o
B03MOJCHOCIU NPOBEOeHUs. AOBbIOBAHMHOU Mepanuu MUmomanom™* y nayueHmos ¢ HU3KUM/
NPOMENCYMOUHbIM —~ PUCKOM — peyuousa/npoepeccuposanuss AKP  moocem Ovimb  npumamo 8

UHOUBUOYATLHOM NOPOKe NPU HATUYUU PAKMOPO8 HeONA2ONPUAMHO20 NPOSHO3A.

e 3.2.5. Pexomenayercsi mamueHtaMm c HeomepaOenbHbIM AKP, Hamuumem pacmpocTpaH€HHOTO
METAcCTaTUYEeCKOro Mpoliecca Mocje pe3eKINK MePBUYHON OITyX0JH, OBICTPBIM MPOrPECCUPOBAHUEM
3a0071€BaHUsI TIPOBOAUTH ITUTOTOKCHMYECKYIO TEPANMIO MO CXEeME 3TOmo3un™*, #moxkcopyounmu™*,
#uucruiatTuH** (pexuM mpuBezieH B Tabiuile 7) — Ha (JoHE MPOAOIDKAIOIIETOCs MprueMa MUToTaHa ™ *
€XKEHEBHO B J103€, 00ECIEeUNBAIOIIEH €r0 Colep KaHNe B CHIBOPOTKE KPOBH Ha ypoBHE 14-20 MKr/

JM 0e3 mepephiBa MEXy LMKIaMu XxuMuoTepanuu (cxema EDP-M) [93].
YpoBeHb yOeAUTEJIbHOCTH PEKOMEHAAINI — A, YyPOBEHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 2

o PexoMeHayercsi manuMeHTaM C HEBBICOKOM OIYXOJIEBOM HArpy3koM M MEIJIEHHOM IpOrpeccueit
PacCMOTPETh BOMPOC O MOHOTEPANMHMH MHUTOTAHOM™®* B KOMOWHAIIMM C BO3MOXKHBIMH MECTHBIMH
HUTOPENYKTUBHBIMU WJIM PAJAMOJOTMUYECKUMHM METOJAaMU B Kaue€CTBE MEPBUYHOIO JICUECHHS (CM.
taxxe [Ipunoxenue b Puc.2) [8,13,93,95].

YpoBeHb yoeauTeabHOCTH pekoMeHaaumnii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 4

KommenrTapuii. [layuenmvr ¢ neonepabenomoiv  AKP,  Hanuyuem — pacnpocmpanénHoz2o
Memacmamuieckozo npoyecca Nocie pe3eKyuu NepeutHoll Onyxoau, ObICmMpbiM NPOSPecCcUpo8aHuem

3a601e8aHUsL OOJIHCHBL NOYUAMb YUMOMOKCUHECKYI0 Xumuomepanuio (cm. makace Ilpunoocenue I'l
Tabn. 15-17).

B meuenue Onumenvnoco epemenu cuumanocv, umo AKP saensemcs cmoukum K CMaHOApmuou

yumocmamuyeckou xumuomepanuu. [87-91].



Cpeou e3pocavix nayuenmos Haubonee >¢poekmusHvim , NO OAHHLIM PAHOOMUSUPOBAHHO20
uccneooganuss FIRM-ACT (FIRM-ACT ClinicalTrials.gov number, NCT00094497), npusnana
Komounayus smonosuoa™*, #ooxcopyouyuna™* u #yucniamuna®*, na gone nocmosinnoco npuema
mumomana** (cxema EDP-M). Hccnedosanue exmouano 304 nayuenma ¢ pacnpocmpaneHHuIM
sapuanmom AKP. Ilpu cpasnenuu uacmomul omeema na mepanuio EDP-M 6 cpagnenuu co cxemoti
cmpenmoszomoyun+mumoman** (S+M) nokazana docmosepHo 6onee 8bicoOKas uacmoma omeema Ha
EDP-M: 23,2% npomus 9,2% na S+M (P<0,001), u 6onvuiee 8pems cmadburuzayuu 3abonesanus (3
mec npomué 2), HO He NOKA3AN0 3HAYUMBIX paziuyuill 6 oowell evidcusaemocmu (14,8 mec npomus
12,0) [93].

Tepanesmuueckue onyuu 01 demckou nonynayuu nayuenmos ¢ AKP makoice secbma oepanuienst u 6
yerom cosnadaiom ¢ makoguimMu 0aa  e3pocavix  [132]  Jokazamenvnas 6aza ocHosana
NpeuMyuwjeCmeeHHO Ha pe3yibmamax UCC1e008anull ¢ y4acmuem 83poCivblX NaYyUueHmos, UCCie008aHUsl
¢ yuacmuem oemeli eOUHUYHbLE, XAPAKMEPUIVIOMC MATbIM 00beMoM 6bloopku. B uccredosanuu c
yuacmuem 11 demeti ¢ pacnpocmpanennvim AKP noansiti unu wacmuunsiii omeem oocmueuym 6 81%
ciyyaes (9  nayuenmos) npu npumenenuu npomokora EDP-M  na ¢one Oocmuoicenus
mepanesmuyeckou KonyeHmpayuu mumomana™** 6 kposu [133]. Ilpomoxon EDP-M ucnonvzyemcs 6
Kavecmee 1 quHUU NOTUXUMUOMEPANUU, 8HE 3A8UCUMOCIU Oom 8o3pacma nayuenma (cm. Taon. 7). B
KIUHUYECKOU npakmuke 05 83pocavix nayuenmos ¢ AKP naubonee uacmo ucnonv3yemcs nepebviii

pedcuM 003upo8anus, 8 0emcKou NONYIAYUY — 6Mopoll.

Tabauna 7. PesxkumMbl MOTUXMMHUOTEPANIMHT, HCIIOJIb3yeMble B KadecTBe 1 JIMHUM Tepanuu (cxema
EDP-M)

KoMnoHeHT Tepanum Pe>xum nosmpoBaHus
MepsBbiii BapuaHT [93] Btopo# BapuaHT [134, 133]
STono3na** 100 mMr/m2 B/B B 2-4 cyT 100 Mr/m2 B/B B 5-7 CyT
#1OKCOPYBULIMH** 40 mr/mM2B/B B 1 CYT 20 Mr/M2B/BB 118 CyT
#UuncnnatnH** 40 mr/mM2B/B B 3 1 4 CyT 40 mr/mM2B/BB 119 CyT
MuToTaH** exenHeBHO B A03e, obecneuymBatollelt ero coaep)kaHue B CbIBOPOTKE KpPOBU
Ha ypoBHe 14-20 Mkr/nm 6e3 nepepbiBa MeXAy LUMKIaMU XMMUoTEpanum
Kypc xummnoTepanuu NoBTOpsieTCs kKaxable 28 AHel

e 3.2.6. Pexomenayercss mauueHtam c pacrpoctpaHeHHbIM AKP B kauectBe Tepanuu 2 JIMHUHU
KoMOWHanus #remiutabuna** u propnupumMuanHoB (#PTopyparmn™** unm #xanenurtadbun**) — Ha
doHe mpomoiDKaIOIIerocsi IMpHeMa MUTOTaHA** eXeAHEBHO B J103€, OO0ECIEeYMBAIOIICH ero
COJIEp’)KaHWE B CHIBOPOTKE KpoBUM Ha ypoBHEe 14-20 Mmkr/am 0Oe3 mepepbiBa MEXIy LHUKIaMHU

xuMuoTtepanuu [94].
YpoBeHb yoeAUTEJIbHOCTH peKOMeHAaluil — B, ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 3

KommenTtapuid. Peoxcumsl xumuomepanuu, npumensemvie 80 2 JUHUU JleYeHUsl pacnpoCmpaHeHH020

paKka Kopvl HAOno4e4HuKo8 npeocmasnenst 6 Taon. 8 [94].



Tabauna 8. PexxuMbl NOJTUXMMHUOTEPANIUN, HCIIOJIb3yeMble B Ka4eCcTBe 2 JIUHUU TePaAnuu

KoMnoHeHT Tepanuu MepBbl BapuaHT BTopoi BapuaHT

#emumntabun** 800 mr/mM2 B/B 1, 8 AHM Kaxable 21 800 mr/m2 B/B 1, 8 AHM Kaxable 21
AeHb AeHb

#®dTOpYpaumn** 200 wMr/mM2 B/B eXeAHEeBHO A0

nporpeccupoBaHuns 3abonesaHus

#KaneuntabuH** 1500 Mr/cyT BHYTpb €XeAHEeBHO A0
nporpeccMpoBaHuns 3abonesaHus

MuToTaH** exenHeBHO B A03e, obecneumBatollelt ero coaepXaHue B CbIBOPOTKE KpPOBU
Ha ypoBHe 14-20 Mkr/nM 6e3 nepepbiBa MeXAy LMKIaMU XMMUOTEPanuu

e 3.2.7. PexoMeHayeTcsi MNPUHATb WHAMBHIYAJbHOE PELIEHUE O BO3MOXKHOCTH IPOBEICHUS
nonuxumorepanuu AKP B agblOBaHTHOM peXMME y MalMeHTOB C BBICOKHM PHCKOM peruanBa/

nporpeccupoBanus (cM. Takxke [Ipunoxenune b Puc.1) [8,13].
YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5

Kommenrtapuii. Pymunnoe npogedenue yumomokcuueckou noIuxXumMomepanuu He yeiecooopasto, ¢

yueniom pucCKoe HeaHcenaniesibHblx ﬂekapcmeeHHblxpeam;uﬁ.

Ha cecoonsiunuti 0env, 0anHvle 00 UCNONL30BAHUU YUMOMOKCULECKUX NPEnapamos 6 a0bio8aAHMHOM
pedcume oepanuyenvl. Tem He MeHee, Oonvwuncmeo xkcnepmos Eeponetickoco o0bwecmesa
sHO0okpunonoeos (European Society of Endocrinology) u ENSAT 0006psitom unousuodyanivtoe peuterue
gonpoca 0 B03MOMCHOCMU nposedenuss noauxumomepanuu AKP 6 advioganmuom pedicume y
nayueHmos ¢ B8bICOKUM PUCKOM peyuousa/npocpeccuposanus (Hanpumep, Ki67> 30%, onyxonesviii

mpom6 6 HudicHell nonou eene unu R1-pezexyusi).

llayuenmor ¢ R2-pe3eKyuoHHbIM CMamycom OOJHCHbL PACCMAMPUBAMbCA  KAK NAYUEHMbL

pacnpocmpanennvim AKP (cm paszo. 5.3.1 u [Ipunoscenue b Puc.2).

3.3. UHoe J1cueHue

3.3.1. IlucTaHIHOHHAS JIy4YeBasl Tepanus

e 3.3.1.1. Jucmanyuonnas nyuesas mepanus ({JIT) sensemcs memooom 6vlbopa 0 NALIUAMUBHOU
mepanuu npu memacmazax AKP 6 xocmu u yenmpanvHyro nepeuylo cucmemy. Pekomenoyemcs
nayuenmam ¢ xocmuvimu memacmazamu AKP pewums 6onpoc o0 npogedenuu NaiiuamuHol
JIYHeBol mepanuu ¢ yeuvlo yMeHbulenus 6onesoeo cunopoma. Jlyuesas mepanusi modcem
NPOBOOUMBCS PATUYHBIMU pedcumMamu @paxyuonuposanus — 241p 3a 6 ¢paxyuii 3a 2 Hedenu,

30I'p 3a 10 ¢ppaxyuii 3a 2 nedenu, 8I'p 3a 1 ppaxyuio [§].
YpoBeHnb yoenureabHOCTH pekoMeHAanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB — 5

Kommenrapuii. /[numenvnoe epemsa AKP cuumanca paouoneuyscmeumenbHol onyxoinvio. B

Hacmosuee epems uzeecmuo, umo JJIT asnsemcs memooom 66160pa OJis1 NALIUAMUBHOU MePAnuy npu



memacmaszax AKP 6 kocmu u yeumpanvhyro uepsuyto cucmemy (30—40 Ipeit). Hccnedyromes
B03MONCHOCIMU KOHGOPpMHOU JTyueou mepanuu ¢ 3D-nianuposkoli Kax npu Hepe3eKmadeibHbix
gopmax 3aboneeanus, mak u 6 Kauecmee OONOJHUMENLHO20 Memooa MeCmHO20 8030€eliCmEUsl Nocie

Hepa()ukaﬂbnoeo XUupypecuieckozo 1e4eHusl.

e 3.3.1.2. JJIT moorcem npumenamvcs 6 0ONOIHEHUe K Mepanuu MUmomanom™** na unousuoyaibHou
ocnoge y nayuenmos nocie Rl peszekyuu. Pexomendyemcsa nayuenmam c J10OKAAU3IOBAHHOU
cmaoueil a0peHOKOPMUKAILHO20 PAaKa Nocie 8bINOAHEeHUs. XUPYPSULEeCKO20 BMeuamensCcmea npu
HAnIUYUY NPU3HAKO8 BbICOKO2O0 PUCKA JIOKAILHO20 peyuousa (noioxcumenvhvie Kpds pe3eKyuu)
peuwiums 80onpoc 0 nposedeHuu Oucmanyuonnou 3D -kongopmmuotl nyuesoti mepanuu Ha J10dce
VOANEHHOU ONyxoiu 6 0ononHeHue Kk mepanuu mumomanom™*. 3D-kougopmuas nyuesas mepanus
Ha nodxce onyxonu npogooumcs PO 2Ip oo CO/[ 50-601p 5 pa3z 6 neoenio [95-99].

YpoBeHnb yoeauteabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeNbCTB — 4

o Pexomenoyemca nayuewmam c npoepeccupyrouum uau peyuousupyrowum mevenuem AKP 6
OONoNHeHue K XUpypeuvyeckum 6MeumamenbCmeam peuums 60npoc O NPOSeOeHUU NOKANbHOU
Jyueeou mepanuu Ha 001ACMb ONYXOAU (8 3A6UCUMOCHU OM HPOSHOCMUYECKUX (HAaKmopos,

JIOKAIU3ayuyu onyxonu, npeonoumenuu nayuenma) [95-99/.
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 4

Kommenmapuii. 1o oannvim numepamypol, npumernernue /[JIT cnocobno npedomsepamums mecmHoe
peyuousuposanue, HO He OKA3blGAem  3HAYUMENbHO20  GIUAHUA HA  PUCK  OMOANEHHO20
memacmaszuposanus u oodowyio evlorcueaemocmo [95-97]. Hzsecmno, umo umenno omoanenHvie
memacmaswl Asngomces npuuunot 40—-60% peyuousose AKP u oxazvigarom 3nauumenvHoe 61usHuUe HA
npocHO3 nayuenma, u ux mpyownee 3¢ppexmusno neuumns. Tem ne menee, npoPUIAKMUKA OCTIOHCHEHUL,
8bI36AHHBIX MECMHLIMU PEYUOUBAMU, CEUOEMENbCMBYen 6 NOoab3y Jyuesol mepanuu. Aovloeanmuas

LIT moosicem bvimsb ocobenno yenecoobpasnoul y nayuenmos ¢ pesexyueti R1.

Kombunayus nyuesoti mepanuu u mumomana™* ouonocuvecku obocnosana [98, 99] u 6ozmooicna, Ho
Mmooicem  Ovlmb  ceéazana ¢ bonvbuiell  moxcuunocmvlo. Heoonycmuma —omcpouka mepanuu

mumomarom™** u/unu cucmemHou xumuomepanuu us-3a npogederus J{JI1T.

Bovicoxuu PUCK unmpaonepauuonnnod onnyJleeoﬁ Ouccemuﬂauuu He Aejidenicial nokasaHuem K

nposederuio J[JIT.

[numenvroe epemsa AKP cuumancs paouoneyyscmeumenvhou onyxoivio. 11o oannvim 1umepamypeol,
npumenenue JJIT cnocobno npedomepamums MecmHoe peyuousuposanue, HO He OoKa3vleaem
3HAYUUMENLHO20 BIUAHUSA HA PUCK OMOAIEHHO20 Memacmasuposanus u ooy evlicusaemocms [95-
97].

Kombunayus nyuesoti mepanuu u mumomana™* ouonocuuecku obocnosana [98, 99] u eozmooicna, Ho
Mooicem  Ovlmb  ces3aHa ¢ Oonvuiell  mokcuuHocmouio. Hedonmycmuma —omcpouxka mepanuu

mumomanom™* u/unu cucmemmnou xumuomepanuu u3z-3a npogeoernus JJIT.



Bovicokutl puck uHmpaonepayuoHHHOU ONYXONe8ol OUCCEMUHAYUU He SBNAemcs NOKA3aHUueM K

nposedenuio JJIT.

3.3.2. 3amecTuTe/IbHAs Tepanusi HAANOYEYHUKOBOW HEIOCTATOYHOCTH TPU JIeYeHUU

MHUTOTAHOM * ¥

3.3.2.1. Pexomenayercsi BCEM IMalMEHTaM, MOIYYAIOIMIUM TEPANUI0 MUTOTAHOM™*, TPOBOIUTH
3aMECTUTENIbHYI0 TEpanui0 HAANOYCUHUKOBOM HEIOCTAaTOYHOCTH. B ciydae rumepkopTHUIIM3Ma
HEOOXOAMMOCTh TPOBEIACHHUSI 3aMECTUTENIbHOM Tepanuu JOoJDKHA OOCYKAAaThCs WHIUBUAYAIbHO.
OnTuManbHBIMM TpenaparamMy SBISIOTCS THIPOKOPTU30H™*. [Ipuem muTOTaHa™™* NPUBOAUT K
WHIYKIIUU TEYCHOYHOTO KIMPEHCA CTEPOUIOB U TMOBBIIMICHUIO YPOBHS KOPTH30JI-CBSA3BIBAIOIIETO
100yJauHa B KPOBH, B CBA3M C 3TUM HEOOXOIUMO MUHHMYM JIByKPAaTHOE YBEJIWYECHHUE CTAHJAPTHOM

J103bl 3aMECTUTEIIbHOM TEpaANUK HAJAIIOYEUHUKOBOM HeocTatouHocTH [83-85, 93, 131].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 4

KommenTapuii. 3amecmumenvryio mepanuto HaOno4euHUKOBOU HeOOCMAamoyHOCmu, 00)Cl08/1eHHOU
npuemMom mumomana™*, Kax npasuno, HauuHalOm ¢ nepeoco OHsA e2o npumeHenus. Haubonee
PACNPOCMPAHEHHOU  cmpamezuell  6I1emcs Cmapm mepanuu ¢ UCHOIb308AHUEeM  NOJIHOU
3aMeCmumenbHoll  003bl  2IIOKOKOPMUKOUOOS, KOMOPAs OOJNCHA, KAK MUHUMYM, 8 08d pasd
npesululams CMaHoapmuyto (cm. makaice paso. 3.2.2). AnemepHamusHas cmpamezusi COCIoum 6 mom,
YUmMoObL HAYAMb 3AMeCMUMENbHYI0 mepanuio 8 pedyyuposanuoil 0oze — 20 me/cym euopokopmuszona™*
C NocmeneHHoU 3cKalayuel 8 medeHue HeckKonbkux Hedenb. CymmapHas 003a cuopoKopmuzonHa™*

o0ovluno cocmasasem 50 me/cym, 0OHAKO HEKOMOPbIM NAYUeHmam mpedyromcs Cymounvle 003bl 00
100 me.

He cywecmeyem wnaoexcnoz2o nabopamopnoco mapkepa 07 OnpeoeleHuss ONMUMAlbHOU 003bl
2UOPOKOPMU30HA. AOeK8amHOCIb 3aMeCmUmenbHOU mepanuu Ha0nOYeyHUKO8OU He00CmAamo4HOCmu
Ha ¢one mepanuu MUMOMAHOM ™™ 00IHCHA OCHOBLIBAMBCS HA NAPAMEMPAX KIUHUYECKOU KApPMUHbL,
MaKux Kax apmepuanvHoe dagienue, nyibc, annemum, mowHoma/peoma, OUHAMUKA maccol mena. B
Kauecmee 6CNOMO2AMENbHbIX OUOMAPKEPOS, NOMUMO KAUHUYECKOU KAPMUHbL, MO2YM YUUMbl8aAmMbCsl

konyenmpayuu AKTI u kanus kposu.

IIpu npucoedunenuu unmepKyppeHmuoix 3a0601esanull, cmpecce (NCUXOLOSUHECKUE UNU MNCETble
Qusuueckue Hacpy3Ku) HeoOXOOUMO Y8eaudusamsv 003y 2NOKOKOpmMuxkouoos 6 1.5-3 paza Ha epems
ocmpotl ¢aszvl 3a001e6aHUs UTU MOMEHM 8030elicmaus cmpecca. B Oanvheliwem yenecooopasen
6036pam K OObIYHOU 3aMeCmMUmenbHol 003e, KOmopylo nayuenm npuHumai 0o 6onesnu. B ciyuae
HEeB803MOJNCHOCMU NePOPATbHO20 NpUeMa 2i0KOKOPMUKOUOO8 NO JH0ObIM NPUYUHAM, B603HUKHOBEHUS.
NT00BIX  OCMPLIX  COCMOSHULL  HeoOX00UM nepexo0 HA NAPeHMeEPalbHblil Nymb UX 68e0eHUsL.

OnmumansHuIM NPenapamom makxaice s611emcs 2UOPoOKoOpmu3son**.

\% HeKomopslx nayuerHmoe, noaydaruux MumoniaH **, moeyni HAOIOOAMbCSL  CUMNIOMbL
MuHepaﬂkopmukoudﬂoﬁ He0oCmamo4yHoCmu (2unep1<afzuemu}z, cunoranmpuemul, CUNOMOHUAL,

CJZCZ6OCWZb), Hecmomp:s Ha NPpUMEHEHUE ZﬂlOKOKOleMKOM@O@ 8 NOJIHOU 3amecmumenbHou 0oze. B smom



cyyae HeoOXo0uUMO pewums 8onpoc o 0obasienuu K mepanuu ¢huyopoxopmuszon™**a, ¢ yuemom

KIUHUYECKOU KAPMUHbL, YPOBHS INeKMPOIUMO8 U PEHUHA/AKMUBHOCU peHUHa niazmbsl. [9].
3.3.3. AuTHpe30pOTUBHAA Tepanusi

e 3.33.1. Pexomenayercsa mnamueHtam ¢ AKP u KOCTHBIMM MeTacTazamMu IPOBOAUTH

aHTUPE30pOTUBHYIO Tepanwio [8,13].
YpoBeHb yoeauteabHOCTH pekoMeHAanuil — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 5

KommenTapuii. Memacmasvl ¢ xocmu y nayuenmos ¢ AKP accoyuuposamnvl ¢ HU3KUM Kaiecmeom
HCUBHU U3-3a 0O0Ne8020 CUHOPOMA, 6 MAKdHCe C BO3HUKHOBEHUEM NAMONOSUYECKUX NePeloMOa,
KOMIpeccuu CHUHHO20 MO32a U cunepkaivyuemuu. B Xxode HeCKONbKUX pPaHOOMUBUPOBAHHBIX
uccneoosanuti 111 ¢azvr ObLIO0 NOKA3AHO, YMO YMO UHSUOUMOPBL KOCMHOU pe30opoyuu, maxue Kax
oucghocponamor u Oenocymab™*, oschghexmusnvl y nayuenmos ¢ memacmazamu 8 KOCMU npu
NEePBUYHBIX 3TOKAYECNBEHHbIX HOB00OPA308AHULL MOJOYHOU Jicene3vl, NpPeoCmamenvHol Jicelessl,
neekux. Jlocmamounvix Oaunvix O nayuenmoé c¢ AKP 6 nacmoswee epems Hem. (OOHaxo,
OCHOBbIBASICH HA IMUX PE3VIbMAmax, JeueHue nayuenmos ¢ KOCMHuIMU Memacmaszamu 10vlx pakos ¢
NOMOWBIO AHMUPE30POMUBHOU Mepanuy cmano oowenpunamou npakmuxou. Illosmomy y nayuenmos
¢ AKP u xocmuvimu memacmazamu yenecooopasHo HasHawams oucgoconamsl 8 1e4eOHbIX 003ax 8

covemaruu ¢ nompe@zeﬂueM Kajlvyus u sumamuna D.

V' nayuenmos ¢ AKP u eunepkopmuyuzmom oOmmeyeH HNOBbIUEHHbII PUCK 2THOKOPMUKOUOHO2O
0CMeonoposa U O0CMeonopomuYecKux nepeiloMos. Omou zpynne NAYUEHMO8 YenecooOPasHo
npoeedexue  aHMUpe3opOMUEHOL mepanuu ¢ UCHONb308AHUEM — «AHMUOCHEONOPO3HBIX — 003»
oucgocghonamos unu Ooenocymaba**. IlockonvKy puck nepeiomos Oblcmpo CHUMNCAEMCs NOoCie
HOPMANU3AYUU YPOBHL KOPMUZ0LA 8 KPOBU, NPOOOIICEHUE AHMUOCHEONOPOMUYECKOU mepanuu

00bIUHO He mpebyemcs nocie KYRUPOBAHUs 2UNEPKOPMUYUIMAL.
3.3.4. KouTpauenuus

e 33.4.1. Pexomenayercsi  NAUUEHTKAM  PEOPOAYKTUBHOIO  BO3pacTra,  IMOJYYarOILHM
[IUTOTOKCUYECKYI0 XMMHOTEPANMIO W/WIM TEpanuio MHUTOTaHOM** momoOpars 3¢ deKkTuBHbIC

Metoasl KoHTpaueniuu [ 100-101].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 4

Kommentapuii. [Jumomokcuueckas xumuomepanuu u mepanusi Mumomarom™* accoyuupoeamnwvi c
NOMEHYUATIbHLIMU TEPAMOSEHHbIMU P dexmamu, 8 céA3u ¢ yeM Hacmyniexue OepeMeHHOCmU Ha
Qone npumeneHUs IMUX MeMOO08 JieyeHUs NPOMUBONOKA3AHO. [ npedomepaujeHus HacmynieHus
HedJicelamenbHol ~ OepeMeHHOCMU — NAYUEeHMKAM — PenpoOyKMUBHO20 — 803paAcma  Yenecoobpa3Ho

npumeHenue 3HeKmusHbIX Memooo8 KOHmpayenyuu (cm makaice pazo. 5.4).

Ha cecoonsawnuii denv uszeecmno, umo kiemxku AKP mocym sxcnpeccuposams 5CmpoceHosbvie
peyenmopwl. Kpome mozo, 6 0okiuHu1ueckux ucciedo8anusx Ovlio NOKA3AHO, YMo ICMPO2eHbl MO2Ym

cmumynuposams npoepeccuposanue AKP 3a cuem nepexpecmmuvix 83aumooeucmeutl ¢ CUeHAIbHbIMU



nymamu UHCYIUHono0obnoeo gaxkmopa pocma (IGF, insulin-like growth factor). B ceasu ¢ smum
npeonoumerue ciedyem omoagams He COOePHCAUUM ICMPO2eHbl KOHMPAYEenmusHuIM NPenapamam u
bapwveprvim memooam konmpayenyuu [100, 101].

I[I/IGTOTepaHI/I}I n 00e300I1MBaHKE HE MMPUMCHAIOTCA.



4. PeaOuauranus

e 4.1. Pexomenayercss npoBoauTh peabunutanuio nauueHtoB ¢ AKP, opuenTtupysch Ha oOuue
MPUHIUIBI peadMINTAIIMN TAllMEHTOB MOCIE MPOBEICHHBIX XUPYPrUUE€CKUX BMEIIATENbCTB U/WIIN
XUMHOTepanuu. Peabunuranus ManueHToB, ONEPUPOBAHHBIX MO MOBOAY TOPMOHAIBHO-aKTUBHOMN
OMyXOJIM, JOJKHA  BKIIOYaTh MPOQUIAKTHKY  HAAMOYCYHUKOBOM  HEIOCTATOYHOCTH B

noclieonepanuoHuoM nepuoge [13, 19, 24].

YpoBeHnb yoeauTebHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTENbCTB — S5



S. IIpopunakTuka
5.1. lMTpopunakruka AKP

[lepBuunas npodunakruka AKP oTcyTcTBYIOT.

Bropuunas npodunaktuka nporpeccupoBanuss AKP 3axnrouaercs B HauieKalleM J€YEHUU U

PETYIApHOM 00CIIeTOBAaHUH MAIIIEHTOB B MOJHOM 00beMe (CM. pa3i. 3 u 5.2).

5.2. llocaeonepannonHoe HaGa0NeHHe nanueHToB ¢ AKP

5.2.1. Bcem mnamuentam ¢ AKP pexomenayercsi perymspHoe oOcienoBaHue, Bkiarodaromee (1)
BU3YaJU3UPYIOIINE HUCCIEAOBAHUS OPTaHOB OPIONIHOW TMOJIOCTH, MAJIOTO Ta3a, TPYAHOU KIETKH, (2)
1abopaTopHble UCCIEA0BAHUS TOPMOHAIBHOW OIyXOJIEBOM ceKkpeuuu. B TeueHue mepBbIX 2-X JIET OT
MOMEHTa IOCTAHOBKHM JHMarHo3a IOCJE pPaJUKaIbHOIO XHUPYpPrUYecKOro JeueHus oOcieqoBaHNe
npoBOIAT He pexe | pa3za B 2-3 mecsdia, ganee — He pexe 1 paza B 3 — 6 MecsleB B TE€UEHHUE
nocneayroumx 3x ser. Ilocne 5-tu ner OespenunuBHoro teuenus AKP uHTepBanbl MOryT OBITH
yBenuueHsl 10 6-12 mecsues. B ciydae pacnpoctpanenHoro/mporpeccupytomero AKP pemenue 06
ONTUMAJILHON TEPUOAMYHOCTHA OOCIEIOBAHMS MNPUHUMAETCS HHAMBHUAYyalIbHO, KakK MpaBUJIO, OHO

npoBoauTcs He pexe 1 pa3a B 2-3 mecana [1, 8, 9] (cm takxke [Ipunoxenue b Puc 1. U Puc. 2).
YpoBeHnnb yoenureabHOCTH pekoMeHAanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5

KommenTapuii. Pecynaproe cmaoupoeanue onyxoneeo2o npoyecca 6 OuHamuke HEOOXOOUMO s
CBOEBPEMEHHON KOPPEKLMH J1eYeOHOU MAKMUKU U NPOSHO3UPOBAHUA MmedeHusi 3a0071e8aHuUs.
Onpedenenue pacnpocmpaneHHOCmuU ONyxone8o20 npoyecca — GblAGLeHUs NO0KO-Pe2UOHAPHO20
peyuousa uiu omoaieHHo20 Memacmasuposanus — npogooumcs Ha ocnosanuu KT neexux, KT unu
MPT 2onosnozo mozea u oprownou nonocmu, cyunmuepaguu u MPT xocmeu, 18DUT-T1IDT/KT. Jo
Hacmoawe20  6pemMenu  Hem  OnYONUKOBAHHBIX — UCCAE008AHUL,  NOCEAUEHHLIX — ONMUMATbHOU
nepuoouunocmu obcnedosanuss npu AKP. B ceazu ¢ smum pekomenHoayuu OCHO8AHbL HA MHEHUU

akcnepmog Eeponetickoeo obwecmesa snookpunonoeos (European Society of Endocrinology) u ENSAT.

Bcem nayuenmam ¢ AKP noxazano pe2ynapHoe npogedenue 1abopamopHuix mecmos 0Jis onpeoeleHus
COPMOHANILHOU  ONYXONe6OU  CeKpeyuu, 4mo Ccnocoocmeyem paHHem)y 6blAGIeHUI0  peyuousa/
npoepeccupoganus 3aboneeanus. OuesuoHo, u4mo OUOXUMUYECKOU OYeHKe, 6 Nnepeyio oyepeob,
noonexcam cmepouoHble 2OPMOHbL U/UTU Memaboiumsl, KOmMopble NPUCYIMCIMEOBANIU 60 BPEMSL
OUACHOCMUKU UCXOOHOU Onyxonu. lem He MeHee, psi0 IKCNEPMO8 YenecoOOpA3HO OYeHU8amsb 8ecCh
CMepouUoOHbllL CNeKmp Kopbl HAONOYEYHUKO8, makK kaxk Hexomopwvle AKP mocym ¢ meuenuem 8pemenu

UMeHAMb QYHKYUOHATbHYIO AKMUBHOCMb [9].

5.2.2. Bcem manmentam ¢ AKP, mony4aronym Tepanuio MUTOTAaHOM**, peKOMEHAyeTCs PETysipHOe
orpeneeHre KOHIEHTpaluu MUTOTaHa** B kpoBu. LleneBoil Auana3oH KOHIIEHTpAMM MUTOTaHA** B

KkpoBHu coctanisieT 14 — 20 mxr/ma 8, 83, 102, 103] (cm. Taxxke [Ipunoxenue A3).

YpoBennb yoenureabHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH [I0KA3aTeJIbCTB — 4



Kommenrapuii.  Y3xkuit  mepanesmuueckuit  ouanazon  mumomana**  00ycnoeiusaem
Heo0X00uUMoOCmy  pezyiapHoz0 MOHUMOPUPOGAHUA €20 KOHUCHMPAuUU 6 niaime Kpoeu.
Onpeoenenue ypoeHa MUmomana™* ¢ niazme ONMUMAIbHO RPOBOOUMb 6 YMPEHHUE YaCbl Uepes,

no Kpaitneii mepe, 12 uacoé om momenma nocieonezo ezo npuema.

Ha cmapme unu npu 60300H06/1eHUU mepanuu MUMOMAHOM*¥, 00 mex nop, noka e2o
KOHUeHmpayus He O0ocmuzia ueneeo20 ypoeua > 14 mke/mn, ciedyem npoeooums
monumopuposanue He pexce 1 paza 6 3-4 Hedenu; 6 OanvbHeuuwiem nocie OOCHUNCCHUS U
CMaduUIbHO20 COXPAHEHUSL MEPANEeGMUYECKO KOHUEHMpPAauuu 6 Kposu O0CHAmMOYHO UMEPAmb

yposeHb Mmumoman™* ¢ naazme Kasxcovie 4—12 neoee.

Ha cmapme unu npu 60300H06/1eHUU MepAnuu MUMOMAHOM*™¥, 00 mex nop, noka ezo
Konuyenmpayua <I4 mkz/ma, yenecoodpazno npoeoouUmMbs NOCHENEHHYI) ICKANAUUIO CYMOYHOU
0036l NPU HOPMATLHOU HEPEHOCUMOCHU 00 OOCMUIICCHUA mepanesmuueckozo ouanaszona. Ilpu
noooope ONMUMAILHOU 003b1 MUMOMAHA™* HE0OX00UMO YUUMDBIBAMb OCOOEHHOCHU €20
gapmakokunemuku, 6  UACMHOCMU,  6bICOKYIO  JIUNOPUIbHOCMb,  00YCN06IUBAIOULYIO

0CNOHUPOBAHUE 8 HCUPOBOU MKAHU U MEOTIeHHOE 8bIC8000IHCOCHUE 8 KPOBb 8 OAIbHEllULeM.

bonvwmuncmeo nayuenmoe ommeuaem me uau uHvle nodouHvle IPPekmvr mumomana**,
8bIPAINHCEHHOCHb KOMOPBIX KOppeaupyem, KaKk npaguio, ¢ €20 KOHyeHmpayueil 6 Kposu (cm. maxice
pa3o. 3.2.2 u maon. 6). Tem ne menee, HeKomopwvle HcelyOouHO-Kuuieunvle nodounvle Ihphexmot
(maxkue kKak ouapes), NO-6UOUMOMY, 6 OO0JbUIEl CHIENEHU KOPPEeIUupylom ¢ nepopaibHoll
003UpOGKOIL, Yem C YpO8HeM 6 naaszme, u ecmpeyaromcs yauie 6 Hauane nevenusn [8, 83, 83, 102,
103]. Hestwcenamenvnovle A61€HUA HEBPOIOCUUECKO20 XapaKkmepa uauie G03HUKAIOM npu
npeeviuienuu Konuenmpauuu 20 mxe/ma [76-78]. Iloamomy mnozue Ixcnepmuvl peKomeHOyIOm
noooepicueams Konyenmpayuio 6 naame Hudxce 20 mxe/ma. O0naxko ecmv 0anuwvle 0 Mmom, Ymo
Oonee 6vicOKUe YyPOGHU MUMOMAHA™™ @ naazme maxdxice moym Oblmb C64A3aHBL ¢ 00/1€€ 8bICOKOU
Ippexkmuenocmoro. Kpome mozo, nekomopuvie nayueHmsl He UCHLIMBIEAIOM COOMEEHMCHEYIOUUX

HedicelamenbHbIX A6/1CHULL 0adice npu ypoeHsax 6 njiiaime 3HavumeslbHo ébluie 20 mk2/man.

e 5.2.3. Bcem mnammentram c¢ AKP, nonydamomum Tepanvio MHUTOTaHOM™**, pekoMeHayeTcst

peryinspHoe 00CIIeIOBaHHE Ha MPEIMET HEXKEIATeIbHBIX SBICHUH, U CBOCBPEMEHHOE UX JICUCHHUE
[76-78].

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10KAa3aTeJIbCTB — 4

Kommentapuii. ITomumo naonoueunukosoii Hed0oCmamounocmu ae4eHue MUmomanom** moixcem
CONPOBONHCOAMBCA MHOHCECHBOM NOMEHUUANLHBIX HEMHCeNAMETbHbIX AGNEHUN (CM makKsice paszo.
3.2.2 u maona. 6). (Taon. 2). Bcem nayuenmam c¢ AKP, nonyuarowgum mepanuio mumomanom™*
Heo0X00UMO nPOBOOUMb pecynapHoe 00c1ed08anue Ha npeomem Hexceramenvuovix aeaenui (Taon.

8). Basicnocmu ceoespemennozo ux vlaenenus u Kynupoeanus oueeuona [9].

Tabmuuma 9. O0bem peryasipHoro ooc/jeaoBaHuss Ha (OHe Tepanuu MHTOTAaHOM** [9, ¢

HU3MEHCHUSIMH |




UccnepoBaHue

YacroTa o6cnegoBaHus

KommMmeHTapumn

OnpepeneHune KOHLIeHTpauum
MUTOTaHa** B nnasme KpoBu

1 paz3 B 3-4 Hegenu [0

OOCTUXEHUS TepaneBTMYECKOro
avanasoHa; 1 pa3 B 4-12 Mecsaua
Ha doHe OOCTUXEHNSA 7
cTabusbHOro coxpaHeHus
KOHLEeHTpauum MUTOTaHa** B

LenesoM amanasoHe

TepaneBTUYeCKni AvanasoH
MUTOTaHa** B kpoBu 14 — 20 MKkr/mn

KOHLUEHTpauunn

HaTpuii, Xxnopuabl, obwmnii 6enok,

O6wmit  (KIMHUYECKMA)  aHanus 1 pa3s B 3-4 Hepenn Ha cTapTe HeobxoauMMO  MOHUTOPMPOBaHME  peakux,  HO
KpoBM Tepanuu, pdanee 1 pa3 B 4-8 noTeHuMnanbHo BO3MOXHbIX HexenaTenbHbIX

Heaenb SIBJIEHUN, Taknx Kak: nerikoneHnus,

TPOMb6OUMTONEHNS, aHEMUS

AHannM3 KpoBU  BMOXMMUYECKUI 1 pa3 B 3-4 Hepmenu Ha crapTe HeobxoAuMMO  MOHWTOpPMpPOBaHWE  MOTeHUManbHO
obweTepanesTudecknii: AT, ACT, Tepanuu, panee 1 pa3 B 4-8 BO3MOXHbIX OC/IOXXHEHWI OT 6eccMnNTOMHOro
TN, wenoyHaa  docdaTasa, Hepenb noBbIlWEHNS  TpaHcamMuHa3  u/uwnm  TTTN po
KpeaTUHWH, MOYEeBMHA, Kanui, ayTOMMMYHHOI0/TOKCUYECKOro renatmmnTa

(noBblWweHMe ne4vyeHoYHbIX (epMmeHTOB 6onee 5N

KpOBM,  WUCCNefoBaHWe  YpPOBHSA
cBoboaHOro TUpokcuHa (ce. T4)
CbIBOPOTKM KPOBM

obwunii bunmpybuH, rnokosa MOBbIWAET PUCK MNOpa)XeHus nedyeHn un  Tpebyer
OTMEHbl MUTOTaHa**)

AHanus KpoBu no oueHke 1 pa3 B 3-4 Hepenn Ha crapTe Heob6xoauMO  MOHMTOpPMpOBaHWe  MNOTEHUManbHO

HapyLweHuin nunuaHoro obmeHa Tepanuu, panee 1 pa3z B 4-8 BO3MOXHbIX rmnepxosiectepuHeMmnn,

broxmMmnyecknin: XONnecTepuH Heaenb AVNCAUNUAEMUN, UX leHeHne

obwwmn, anen, nnHN,

TpUraMuepuabl

WccnepoBaHue YPOBHSI 1 pa3 B 4-8 Hepenb HeobxoAuMMO  MOHWTOpPMpPOBaHWE  MOTEHUManbHO

TupeoTponHoro ropmoHa (TTI) B BO3MOXHOIO BTOPMYHOIO rmMnoTupeosa, NnposeaeHune

3aMecTUTeNbHONM Tepanum NeBOTUPOKCUHOM HaTpuUs

MccnepoBaHue YPOBHS
a4 pEHOKOPTMKOTPOMHOIrO FOpPMOHa
B KPOBM

1 pa3 B 3-4 Hegenu

MoHuTOpUpOBaHWe  n1abopaTopHbIX  MapKepos,
[OMONTHUTENBHO  MCMOMb3YeMbIX AN OLIEHKM
a[leKBaTHOCTM 3aMeCcTUTENbHON Tepanuu

FMIOKOPTUKOPTU KOWAHOW HeLOoCTaTOYHOCTHU

CBA3bIBAlOLLErO MOSIOBbIE FOPMOHbI,
B KpOBU

WccnepoBaHve ypoBHSI peHMHa B 1 pas B 3-6 mMecdueB waM no MoHUTOpMpOBaHWe  BMOXMMUYECKOro  Mapkepa,

KpoBu / OnpepeneHne peHUHOBOM notpebHocTn MCMOMIb3YEMOro Hapsiay C KAMHUYECKOW KapTUHOM

aKTUBHOCTU MNAa3Mbl KPOBU ans BbISIBNIEHUS MWHEPaNKOPTUKONAHOM
HeA0CTaTOUYHOCTH

WccnepoBaHve  ypoBHS  obuiero 1 pa3 B 3-6 MecaueB wuaM no BbisiBneHune nabopaTopHbIX MapkepoB

TectocTepoHa W uUCCrneaoBaHue notpebHoCTH rMNOroHagnsMa, nNpu  HaauyuMm  KIMHUYECKOW

YPOBHS rnobynuHa, (B aABIOBAHTHOM pexuMe) KapTUHbI nokasaHo peleHne Bonpoca o)

3aMeCcTUTenbHOM TEPpanun

Kenyoouno-kuwmeunvie nooounvie r¢phexmor nepeoku, 0cobGeHHO 6 nepevlie mecaubl Mmepanuu

MUMOMAHOM * ¥,

Iloooepicusaowaa mepanusa 0071)4CHA

6KJllouambs NpPOMUBODPBONIHbBIE U

npomueoouapeiinvie npenapamol, eciu Heooxooumo. Ciedyem noOMHUmMb, YMO MOWIHOMA/PEoma

makKoice mocym Obimo npU3IHAKamu HAONOYEUHUKOBOIL Hedocmamouuocmu, Komopas mpe6yem

He3ameonumenbHozo aeueHus. Bascno ommemumbp, UYmo KJiI04€6biM d)akmopom, sauArIOuwUmM Ha

00CMUIICCHUSA mepanesmuieckozo ouanazoHa MumomaHa** e naaime, A6aiaemcAaA UMEHHO

nepeHnocumocmsb mepanuu.

B cnyuae pazeumusa ymepennvix no6ounvix Ihghekmoe co cmopouvl UeHmMpAaabHOU HEPEHOU

cucmemot uau KKT 003y mumomana** cnedyem cuuzumo na 0.5—-1 o/cym u nposecmu

coomeemcmeyrouiee

cumnmomamuuiueckKkoe

Jieuenue.

B ciryuae CéPbEe3HbLX, HO He

HCUBHEY20POICAIOMUX NOO0UHBIX IPhexmos co cmoponvt LITHC unu n100v1x HcU3HEYZpoIHcaroujux

nooouHvIX IPhhexmos u / unu nogviwieHus ypoeusa hepmenmos nevenu > ¢ 5 pas, kpome I'T'TII,

Heoo0xo0umo 6DEMEHHO npeKkpamumsb npuem Mumomana** u npoeecmu coomeemcmeyrouiee

cumnmomamuueckoe nedenue. Bozoonoenenue npuema mumomana** ¢ pedyyupoeannoii 0oze (50—

75% om nocneomueit 003bl) 603MONHCHO nocie KYRUPOGAHUA NOOOUHBIX Ihekmoe nod cmpozum

KonmpoJiem cocmoanua nauuenma.




Ha ¢pone npuema mumomana** 603moicno pazeumue KIAUHUYECKOU KAPMUHbL UEHMPATbHOZ0
2unomupeo3a, 6 ceA3U ¢ yem Heooxo0umo pezynapuoe onpeodenenue TTI, T4 ce. u nposedenue

3amecmumesibHOu mepanuu jie60mupoOKCUHOM Hampuﬂ** no NOKAa3anHuAM.

Ouenxa ypoeneit mecmocmepona u I'CIII" ¢ ounamuxe, a makyce npu pazeumuu KJIuHU4eCKou
KApmMuHbl 2UNO20HAOU3MA, AGNACMCA ONPACOAHHOU Yy MYNCUUH, ROJYUAIOWUX MEPANUIO
mumomanom**. B cayuae cumnmomamuku 2UNOZOHAOU3MA 6 COYEMAHUU CO CHUMICEHUEM

mecmocmepoHa Heooxo0umo paccmompentb 60npoc 3amMecmumeibHou mepanuu.

Auunukosvlit cmepoudozenes, KaKk U MHCEHCKAA PenpoOyKmueHas (QYHKuusa, 6 ueiom, MeHee
nooeepiceHsl 6AUAHUNW Mumomana**. QOHAKO y MHCEHWUH PEnpPoOYKMUBHO20 603pacmad,

noayuarouiux Mumomau**, mozym HAOII00ambCs MHONCECMBEHHbIE KUCHIbL AUUHUKOG.

I'unepxonecmepunemus uw/unu  oucarunudemus AGAANMCA  YACMBIMU  HeEHCeNaAmeTbHbIMU
AeneHuAMU mepanuu mumomanom**. lunonunudemuueckas mepanus ¢ UNOTL306AHUEM
cmamunom, HE memabonusupyemvix CYP3A4), pexomenooseana nayuenmam, noayuaroujum

Mumoman**, ¢ yuemom npozHo3a, Kapouo8ACKyNAPHbIX PUCKOG U HL. .

Pexomenoayuu no 3amecmumenvnoit mepanuu cm. maxdice é Ilpunoscenuu A3.

5.3. Ilporuo3s

e 5.3.1. JIns oLleHKH MPOTHO3a U OMNpPEAETCHHs] ONTUMAIBHOIO JIEYeOHOTO aNropuTMa Ha MOMEHT
MOCTAHOBKM JMAarHo3a PEKOMEHJIYEeTCsl YUYUTBIBATh cieayioiue (akTopbl: cTaaus 3a0oJeBaHus,

pEe3eKIMOHHBINA cTaryc, uHAekc Ki67, aBTOHOMHas cekpeuusi KOpTh3oja W 00IIee COCTOSHHUE
nauuenTa [107-112,123,124].

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 4

Kommentapuid. /lpoecnoz AKP, 6 ocnognom, 3asucum om cmaoduu 3aoonesanus no ENSAT, max kak
OHa ompadicaem pPAcnpOCMPAHEHHOCHb ONYX0/e8020 Npoyeccd: I-1emHuss evlicusaemocmsv npu |1
cmaouu cocmasniem 70-80%, npu Il cmaouu — 60-70%, npu Il — 20-40%, npu IV — 0-10%
coomeemcmeenno. Qb0was, HEPAHNICUPOBAHHASL NO CMAOUAM, NAMULEMHSS  BbIICUBAEMOCHIb
koneonemcsi om 16 0o 38%. Meouana ooweii svidcusaemocmu npu IV cmaouu — menee 12 mecsayes.
[104-106].

Ilo pesynomamam psaoa uccredoganuti [107-112], pezexyuonmusiii cmamyc u npoaughepamusHulil
unoexc Ki67 Oviiu omHueceHvl K 8AdCHLIM NpocHOcmudeckum gakmopam. Ilpu pacnpocmpanentbix
gopmax 3aboneseanus (6onee 40% nayuenmos Ha MOMeHM NEPEUUHOU OUACHOCMUKUY) 3HAYUMETbHOE
ompuyamenvHoe GIUAHUE HA CPOKU BbIXCUBAHUS OKA3bleaem CUHOpom eunepropmuyusma. Haxowney,
obujee cocmosiHue NayueHma A6IAemcs. OYeBUOHbIM NPOSHOCMUYECKUM (OAKMOPOM, OCODEHHO 6

nootcunom eospacme [112].

B 20152. epynnoii ENSAT nposeden pempocneKmueHwlll aHAIU3 NPOSHOCMUYECKOU 3HAYUMOCHU
unoekca Ki67 npu AKP [123]. Omoenvro ananuzuposanu nemeyxyro epynny om ocmaibhol Kaxk bonee

eomoeenuyro. Kpumuueckue 3uavenusi unoexca Ki67 ovinu npunamer om 5 0o 10%, 10-20% u 6onee



20%. Kakx obwas, max u 0Oe3peyuousHds BuliHCUBAEMOCMb O00CMOBEPHO OMIUYAIUCL KAK 8
2ePMAHCKOU, MAaK u 6 obujell 2cpynne npu HnPOBEeOeHUU O0OHODAKMOPHO20 U MHO20DAKMOPHO2O
ananusa. B smom uccinedosanuu opy2umu 00CmogepHvIMuU NPOSHOCMUYECKUMU (haKmopamu OKa3aIuch
pasmep Onyxonu u UHEA3Us 6eHO3HbIX cmpykmyp. Ha ocnosanuu ueco bvinu cghopmuposansl epynnul
pucka: ¢ unoexcom Ki67 oonvue 10% u bonvwe 20%, nanuuue 6eHO3HOU UHBA3UU UNU pAZMED ONYXOIU

15-20cm npupasnanucy Kk mpemuvei cpynne pucka.

Mescoynapoonoe uccneoosanue unoekca Ki67 6 101 cnywae AKP ¢ nomowwpto mpaouyuornozo
memooa noocuema, 6 MOM YUcle — NepecMOmp HeCKOTbKUMU CHeYUATUCmamu, a makxice c
npuMeHeHuemM Memood Yu@ppoeoco ananu3a u30opadfcenuti, NOKA3AN0, UYMO UMeemcs pazopoc
pe3yIbmamos, U OHU 3a8UCm Om Memood. Aémopwvl npuwiau K 661600y, 4mo npu noocueme UHOeKca
Ki67 ¢ npumenenuem yugposozo ananuza uzobpasxcenuil, 2pynnsvl NAYUeHmos8 co 3Hadenuem uHoekca
kak 0-10-20%, mak u 0-15-30% 0ocmoeepHo omauyaiucs no NPOcHO3y, Ko20a AHAIUIUPOBANU OOUYIO

svloicusaemocmo [124].

IIpu pacnpocmpanennom AKP (IV cmaousa no ENSAT, onpedensiemas no Hamuyuio omoaieHHbIX
Memacmaszos, u/unu peyuous 3a00i1esanus, He noOedcaujuli xupypeuieckomy nedenuro 8 ooveme R0,
uw/unu R2-pe3ekyuonmnvili cmamyc) OCHOBHbIMU NPOSHOCMUYECKUMU (DaKmopamu, CEA3aHHbIMU C
XYyOUuLUM NPOSHO30M, AGNAIOMCA PACNPOCMPAHEHHOCHb ONYXO0U, 8bICOKULL NPOTUGepamuenslil UHOEKC

Ki67 u nnoxo koumponupyemas onyxoneeas CUMRIMOMAMUKdA.

e 5.3.2. B xome nMHAMHYECKOTO HAOMIONEHUS PeKOMEHAyeTcsl TepecMaTpuBaTh TPOTHO3 TpHU

KaJIOM KOHTPOJIbHOM BH3HUTE ISl OTIPEACIICHUS ONTUMAIBHON TaKTHKH JieueHus. [1, 8, 9]
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3ATEIbCTB — 5

Ilocne npogedenuss paoukaibHO20 XUPYPeUUEeCKo20 J1eYeHUs 2NA6HbIM NPOSHOCIMUYECKUM (hakmopom
aensaemcs pakm peyuousa onyxoiu. B ciyuae e2o 803HUKHOBEHUS NPOSHOCMUYECKYIO PONb USPAom

8pemMsl 00 NPOcPeccupoBanuusl, pacnpoCmMpaHeHHOCMb ONYX0Le8020 NPOYecca U pe3eKmabdeibHOCmb.

IIpu memacmamuueckom AKP, cnekmp npocnocmuueckux ¢pakmopos éxkarouaem nporugepamueHulil
unoekc Ki67, pacnpocmpanennocms onyxoiego2o npoyecca, ooujee coCmosHue nayueHma, OUHaAMUKy

npoepeccupoeaHusl, omeent Ha lederue.

Baosicno ommemumos, umo OYyeHKa omux cﬁakmopoe 6 COBOKYnHocmu noseoJjisiem coenamob UL
npe@eapumeﬂbﬂble 8b160()bl,' npocHocmu4decKue MHOZOQbCZKWlOprle cucmemvl 00 HacmosAueco 6pemeru

He paspabomanbi.

5.4. AKP 1 GepeMeHHOCTb

e 5.4.1. Illpu eviasrenuu onyxonu ¢ BbICOKUM 310KAYECMBEHHbIM HNOMEHYUAIOM 680 6pems
bepemeHHOCmU, PEKOMEHOYEemCca NposedeHue XUpypeuiecko2o 1eyeHus 6 Kpamuauuiue CpoKu, 6He

3asucumocmu om mpumecmpa oepemennocmu [114,115].

Yposennb yoenureabHOCTH pekoMeHAanuil — C, ypoBeHb J0CTOBEPHOCTH /10Ka3aTeJIbCTB — 4



KommenTapuii. Yuumsieas easichocmv Ovicmpoco u paduxanibHo2o Xupypeuueckozo JieueHus 0
oanvheliwe2o npoerosza npu AKP, onepamusHoe neuenue HeobXo0umo npogecmu 8 Kpamuauuiue Cpoxu
Om NOCMAHOBKU OUACHO3A U HE3A8UCUMO Oom cpoka bepemennocmu. [lpu smom npesicoespemenHvle
poobl (0cobeHHO 6 mpemveM mpumecmpe) U nomeps OepeMeHHOCMU SANAIOMCA 04eBUOHBIMU
xupypaudeckumu puckamu. OuesuoHo, umo peuterue 06 ONMUMAIbHOU MAKMUKe JedeHusi bepemeHHOl
NAYueHmKu ¢ 8blCOKOGEpOsIMHbIM ouazho3om AKP 0ondcHo 6Obimb KOLNE2UANbHBIM, C Yuyacmuem
MYTbMUOUCYUNTUHAPHOU KOMAHObL. OHO OO0NICHO YHUUMbBIBAMb NPOSHO3 3A00/e8aHUs U PUCK O
mamepu U N100a 8 CBA3U C OCHOBHLIM 3a00NeBaHUeM U UHMEPBEHYUOHHBIMU NPOYeOyDaMU.
llayuenmka Oondicna  ObiMb  UHPOPMUPOBAHA O  BO3MOJICHLIX — PUCKAX U  NPEUMYUeCmEax
XUPYP2UUECKO20 JleueHUsl 80 8peMs OepeMeHHOCIU U OOIHCHA NPUHAMb yuacmue 8 UHDOPMUPOBAHHOM

obcycoenu.

Ha cezcoonswnuii 0env Hem yOeoumenbHbiX OAHHbIX OMHOCUMENbHO Oe30NacHOCmu U ONMUMATbHBLX
cpokog HacmynneHus oOepemennocmu npu AKP. Basicno ommemums, umo OCHOBHOU npooOnemol
aenaemcs 8 yeiom Hebdarazonpusmusiii npoeno3 npu AKP, a maxoce eeposmuocms mo2o, umo
bepemeHHOCmb MOdicem Y8enluuums puck peyuousa. Mmeromcs ocpanuyenHvie OAHHblE O MOM, YMO
AKP, gvis61en bl 60 8peMs GepeMeHHOCU UL 8 NOCIEPOO08OM Nepuode, umeenm Xyouul npocHo3,
yem y Hebepemennvix owcenwun [113]. Bviia evlosunyma eunomesa o0 mom, 4mo OepeMeHHOCHb
Modicem cnocobcmeosams pazeumuro oonee azpeccusrnozo eapuarnma AKP. B mo sice epems Pauline de
Corbiere u coasm. [114-119] ne 6viAGuUIU He2amMUBHO2O GIUAHUSL OEPEMEHHOCMU HA KIUHUYECKOoe
meuenue u npocnoz AKP y nayuenmox, npedsapumenvrno noayuuswiux Haonexcaujee nederue AKP.
OepanuueHusmMu UCCI1e008aHUS ABTSAIOMCI MAbll 00bem 8blOopKu (17 nayuenmok, 21 bepemennocms)

U pempocneKmugHblil OU3AlH, He NO360IAI0WUL 0becneuums 00CMAMO4YHYI0 00CMOBEPHOCb.

B cea3u ¢ kpatinum Oeguyumom OoxazamenvHolu 6Oazvi no npooneme o6epemennocmu u AKP
HeoOX00uMO UHGOPMUPOBAMb NAYUESHMOK O 3HaAYUmMenIbHoM pucke peyuousa AKP bonesnu 6 nepguvle
2006l nocie NOCMAHOBKU OUACHO3A, A MAKdice 0 B03MONCHOM npocpeccuposanuu AKP na gone

bepemennocmuu.
e 5.4.2. Hactymienne 6epeMeHHOCTH Ha (hOHE Teparud MUTOTAaHOM ** TTPOTHBOIIOKa3aHo [9].
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KommenTapwuii. [/lpoonema npumenenus mumomana™* 6o epems bepemenHOCMU C6A3AHA C
NOMEHYUATbHLIMU  MePAMOSeHHbIMU  dhhekmamu, Komopvie Mmocym Obimb 00YCN067eHbl €20
NPOHUKHOBEHUEM Yepe3 NIAYEeHmY U a0peHOoNumudeckum aggexkmom na nioo. Ha cecoonswmnutl oens
ONyOIUKOBAHbI eOUHUUHbIE COOOWleHUsl O CAY4asx OepeMeHHOCmuU npu npueme Mumomana™*.
Daxkmuueckoe omcymcemeaue 00Ka3amenbHOoU 0a3vl He NO360aAem cOenlams OKOHYamelbHble 8bl800bl O
OezonacHocmu 1edenus MUmomanom** 6o epems OepemenHOCMU UNU CEA3AHHBIX C HUM DPUCKAX.
llayuenmxka, nonyuarowas mumoman™**, OondcHa OvIMb NPOUHPOPMUPOBAHA 0O DMUX PUCKAX U

obecneuumsv 2 HexmusHy0 KOHmMmpayenyuro.

Paccmompeﬂue eonpoca o niaHupoearHuu 6€p€MeHHOcmu 603MOICHO MOJIbKO nocie npexkpauierus
mepanuu mumomanom™** u cuudicenus e2o KOHYyenmpayuu 6 Kpoeu 00 HGOI’lpeaeﬂﬂeMblx 3HAYeHUl

(amo moowcem 3anams 3—12 mecayes).



B cnyuae nacmynnenus bepemeHHOCmMU 80 8peMs mepanuu MUmomarom ** nayuenmra 0ondxicHa 6vims
UHDOPMUPOBAHA O BO3MOJICHBIX PUCKAX Ol N100d, CBA3AHHBLIX C NpuemMom mumomana™*, u
803MOJICHBIX puckax npoepeccupoganus AKP na ¢ome ommenvr mumomana™*. B cryuae, ecnu

nayueHmxa Hcenaem coOXpaHums bepemeHHoCmy, leuerue mumomanom™** cnedyem npexkpamums [9].

Opranmaunﬂ OKa3aHUA MQI[PIIII/IHCKOfI IHOMOIII M

Meouyunckas nomoww, 3a UCKIOUEHUEM MEOUYUHCKOU NOMOWU 8 PAMKAX KIUHUYECKOU anpobayuu, 8
coomeemcmeuu ¢ geoepanvhvim 3akonom om 21.11.2011 Ne 323-D3 (peo. Om 25.05.2019) «Ob6

OCHOBAX 0XpaHbl 300p06bsL epadxcoar 6 Poccuiickou Dedepayuuy, opeanuzyemcs U OKa3vl8aemcsi:

1) 6 coomsemcmeuu c nonodceHuem 06 Op2aHU3AYUU OKA3AHUS MEOUYUHCKOU NOMOWU HO BUOAM
MEeOUYUHCKOU NOMOWU, KOMOpoe VmeepHcoaemcs: YNOIHOMOYEHHbIM QedepatvHbiM — 0peaHoM

UCNOJIHUMENbHOU eracmu,

2) 6 coomeemcmeuu C I’lOpﬂ()KO]Vl OKdA3aHusl nomowu no I’lpOle/UZIO «OHKOJIO2UAY, obsI3amenvHbiM 051

ucnonnenus na meppumopuu Poccuiickoii @edepayuu cemu MeOUYUHCKUMU OP2AHUSAYUAMU,
3) Ha 0CHOBe HACMOAWUX KTUHUYECKUX PEKOMEHOAYULL,

4) ¢ yuemom cmanoapmos MeOUYUHCKOU NOMOWU, YMBEPHCOECHHBIX VNOIHOMOYEHHbIM (pedepanbHbim

op2caHom UCNONHUMENbHOU 81ACHIU.

Hep@uqHa}z cneyuanusupoeannast Meéuko—caHumapHaﬂ nomouyb okasvleaemcst 6pa1oOmM-OHKOJI0cOM U
UHbIMU epavamu-cneyuaiucmamt 6 uyenmpe aM6yJ1am0pH0d OHKONI02UYECKOU nomouwu aubo 6
nepeuUvYHoOM OHKONI0CUHUECKOM Ka6uHeme, nepeuvYHoOM OHKON0CUYECKOM omdeﬂeﬂuu, NOJUKJTIUHUYECKOM

omoeneHUU OHKOLO2UYECKO20 Oucnaucepa.

IIpu nooospenuu unu 6visAGNEHUU ) NAYUEHMA OHKONO02UYECKO20 3a00Ne8aHUs 6pavu-mepanesmeol,
8pauu-mepanesmvl y4acmkogvle, 8payu odwel npakmuxu (cemelnvlie 8payl), 8pavu-cneyuaniucmol,
cpeOHue MeOUuYyuHcKue pabomHuKy 6 YCMAHOBGIEHHOM NOpsAOKe HANpAasIalm nayueHma Ha
KOHCYIbMAYUIO 8 YEeHMp amOYIamopHoll OHKOJO2UHECKOL NOMOWU TUOO 8 NePEUUHBLI OHKOLOSUYECKUL
KaOuHem, nepeudHoe OHKOJO2UYEecKoe omoelleHue MeOUYUHCKOU Op2aHu3ayuu O OKA3AHUS eMy
NepeUUHOU CReYUATUIUPOBAHHOU MEOUKO-CAHUMAPHOU NOMOUYU.

Koncynemayus 6 yenmpe amobOyriamopHoll — OHKOLO2UYECKOU NoMowu Jaubo 6 NepeudHoM
OHKOJlO2UYeCKOM KabuHeme, NepPEUUHOM OHKOIOSUYECKOM OMOELeHUU MeOUYUHCKOU Opeanu3ayuu
0ondCHa ObiMmb npoeedena He No30Hee 5 pabouux OHell ¢ Oamvl 6bl0aYU HANPAGLeHUs Ha
KoHcynemayuro. Bpau-onxonoe yemmpa amOyiamopHol  OHKONO2UYECKOU nomowu (6 cayuae
OMCYymcmeus. YyeHmpa amOyiamopHoOU  OHKOOSUYECKOU NOMOWU  8PAY-OHKONO02 NEePBUUHO20
OHKOJIO2UYeCK020 Kabunema uiu NepsuyHo20 OHKOLOSUYECKO20 OMOeNeHUs]) OpeaHu3yem 63samue
ouoncutino2o  (onepayuoHHoco) mamepuana, a —MmakKyce — OpeaHusyem  GblNOJHEeHUEe  UHLIX
OUACHOCMUYECKUX — UCCTe008aHUU,  HeoOX0OUMbIX Ol  YCMAHOBNEHUsT  OUACHO3d,  BKIIOUAS

pacnpocmpaHeHrRoCnb OHKOI02UYEeCKo20 npoyecca u cmaouro 3a001e8aHUA.



B cryuae nesozmodicHocmu 835imusi 8 MEOUYUHCKOU OP2AHU3ayul, 8 CoCmase KOmopou OpeaHu308an
YeHmp amOVIAmopHOU OHKOLOSUYECKOU NOMOWU (NePEUHHBIIL OHKOLOSUYECKULl KAOUHem, NepeuyHoe
OHKOJlO2UYeCcKoe omoenenue), OUonculino2o (OnepayuoHHo20) Mamepuaida, HNpoBeoeHUs UHbIX
OUACHOCMUYECKUX UCCTe008AHULl NAYUEHM HANPAGIAemcs 1e4auyumM 6pa4oM 6 OHKOLOSUYEeCKULL
OuCnancep Ui 6 MeOUYUHCKYI0 OP2AHU3AYUIO, OKA3LIBAIOWYIO MEOUYUHCKYIO NOMOWb NAYUESHMAM C

OHKOJLO2UHECKUMU 3A001e8AHUIMU.

Cpok 6vlnonHeHus: namono2o-aHamoMu4eckux Uccie008anull, HeooXo0UMbIX Ol 2UCMONIOSUYECKOLL
sepuuxkayuu 310Ka4ecmeeHH020 HOB00OPA308aHUS, He O0aMCeH npesvluiams 15 pabouux oOwuell ¢
oamul nocmynienuss OUONCUNIHO20 (ONEPaYUOHHO20) MaAmMepuala 8 namoo2o-aHamomuieckoe 61po

(omoenenue).

IIpu nooospenuu u (unu) evisagieHuU y nAyUeHma OHKOJI02UUeCKo20 3a00/1e8aHUs 8 X00e OKA3AHUSL eMy
CKOPOU MeOUYUHCKOU NOMOWU MAKUX NAYUeHMO8 Nepegoosm Ulu HANpasision 6 MeOUYUHCKUE
op2aHu3ayUU, OKa3vlearuue MeOUYUHCKYI0 NOMOWb NAYUEHMAM C OHKOJIO2UYeCKUMU 3a001e8aHUAMU,
0J151 onpeoeneHuss MaKmuku 8e0eHuUs U HeoOX00UMOCU NPUMeEHEHUs. OONOTIHUMENLHO OPYeUX Memooos

cneyuanusupoBarHHoco npontueoonyxoilesoco Je4eHus.

Bpall-OHKOJZOZ yenmpa aM6yﬂam0pHOL7 OHKONO2UYECKOU nomouwu (nep@ulmoeo OHKOJIO2UYECKO20
1<a6uHema, nePBUYHOCO OHKON02UHECKO20 omdeﬂeﬁuﬂ) Hanpaeiden nayuenma e OHKOJIO2UYeCKULL
()ucnchep uiu e MeaML!MHCKue opzaHuzayuu, oxkassvledaroujue Meal/tl/ﬂ/lHCKle nomoutb nayuerHmdam c
OHKOJlo2UYeCKUMU 3G6OJZ€8aHuﬂMM, ons YMO4YHEeHUA ouazHosa (8 cyuae HeBO3MOJCHocmuU
ycmaHoesJjieHUus 0ua2H03a, 6KJIIo4as pacnpocmpanHenHnHocnib OHKOJIocUYecKo2o npoyecca u cmaouio
3(160]186617—11/!}2, 6padYOM-OHKOI0COM UYeHmpa aM6le(1m0pHOlZ OHKONO2UYECKOU nowvowiu, nepeuvHoco
OHKOJIO2UYECKO20 — Kabunema  uiu nepeuvYHoco - OHKOJlo2UYeCKo2o omdeﬂeuuﬂ) u OKA3AHUA

Cﬂ@b]MClﬂMSMpOGCZHHOZ:Z, 6 Mom ducuie 6blCOKOWl€XHOJZ02ullH01/7, MeaML;MHCKOﬁ nomouwu.

Cpok Hauana oxkazaHusi CNeYUaIusUpOBaHHOU, 30 UCKIIOYEHUEM BbICOKOMEXHOLOSUUHOU, MEOUYUHCKOU
nomMowju  NAYUEHMAM ¢  OHKONOSUYECKUMU  3a00NeBaAHUAMU 6 MEOUYUHCKOU  Opeanu3ayuu,
oKazvlearowell. MeOUYUHCKYI0 HOMOWb NAYUCHMAM C OHKOLOSUYECKUMU 3A001e8AHUIMU, HE OONHCEH
npesviuiams 14 KanreHOapHulX OHell ¢ 0ambl SUCHONOSUYECKOU Bepupurayuu 310KaUecmeeHHO20
HOB0O0Opazosanus unu 14 KanreHOapHvix OHell ¢ 0amwvl YCMAHOBLEHUS NPedsapumenbHo20 OUacHO3a
3M0KAYeCMBEHHO20 HOB00OPA306aHUs. (8 CIyuae OMCYMCMEUs MeOUYUHCKUX NOKA3AHUU  Os

nposedenUs: Namo1020-AHAMOMUYECKUX UCCTe008aHUL 8 AMOYIAMOPHBIX YCI08USX).

CneuuaﬂwupoeaHHaﬂ, 6 NIOM Yucjile 6blCOKOMEXHOJIO2UYHAA, Jl/le()MT/ﬁ/IHCKCl}Z nomMoulb 0OKdas3vleaenicA
epavamu-oHKoJI0camMu, epaanu-paduomepaneemaMu 6 OHKOJlo2cUYEeCKOM Oucnchepe ui 6
Me()ul/quCKuX opecaHuzayusix, oxKasovledrowux Meaulz[uHCKny nomouwtb nayuenmam ¢ OHKOJIocu4eCKumu
36160]286'617—!1/[}1]141/[, umerowux JUYEH3UIO, H€06XO0MM)/IO mamepualroHoO-mexHu4ecKyro 6613)/,
cepmuqbuuupoeaHHblx cneyuaiucmos, 6 CmMAayuOHApPHvlX YCIA06UAX U YCIIOBUAX OHEeBHO20 cmayuornapa
u exmouaem 6 ceos npogbuﬂakmuky, duaeﬁocmuky, JedyeHue OHKOJlocU4YeCcKux 36160Jl€6aHu1/7,
mpe6yi0u;ux UCNOJIb306AHUA CneyudalbHblX Memooo8 U  CILONCHBIX YVHUKATIbHbLX MeaML;UHCKI/LX

meXHOﬂOZMﬁ, a makofce Jl/leauLﬁ/lHCKyIO pea6wzumauui0.



B meouyunckoti opeanusayuu, oxazvliéaoueti MeOUYUHCKY0 NOMOWb NAYUEHMAM C OHKOI02UYeCKUMU
3a001e6AHUAMU, MAKMUKA MEOUYUHCKO20 00C1e008AHUsL U JleUeHUsl YCMAHABIUBAEM A KOHCUTUYMOM
8paueli-OHKON0208 U 8paueli-pacuomepanesmos, ¢ npusiedeHuem npu HeoOXoouMocmu oOpyux
spaueti-cneyuaiucmos. Peuwenue xoncunuyma epaveti oQopmasemcs npomoxoioMm, NOONUCHIBAENICS

yuacmHuKkamu KOHCuauyma 6paqeﬁ u 6Hocumcs 6 MQOMI/;MHCK_)/}O OOKyMeHmaL;mo nayuernmada.

llokasanus 0na eocnumanuzayuu 6 KpyeLloCYMOUHbIU Ul OHEGHOU CMAYUOHAp MeOUYUHCKOU
opeaHuzayuu, OKA3blealowelu  Cneyualu3upo8anHyro, 6 MmMOM HUCLe  B8blCOKOMEXHONOUUHYIO
MEOUYUHCKYIO NOMOUWb NO NPOPUNIO «OHKONO2USY ONPedelsiomcsi KOHCUTUYMOM 8Pa4eli-OHKOI0208 U

8paueti-paouomepanesmos, ¢ NpusleyeHuem npu HeooXo0UMoCmu Opy2ux 8padeti-cneyuairiucnos.

Hoka3anuem 0 ocnumajulauuu 6 Me0uuuuc1<ylo opzanuzayuio 6 9Kcmpennoﬁ uiu

HeoOmnoXHCHOU hopme As1AemMCA:

1) Hamuuuu  OCNONCHEHUU  OHKOIO2UYECKO20 — 3abonesanus,  mpeOyrwux  OKA3aHUus  emy

CNeyuanu3uUpOBaAHHOU MEOUYUHCKOU NOMOWU 8 IKCIMPEHHOLL U HeOMIO0NHCHOU hopme;

2) Hanuuue OCNONCHEHUU JledeHus  (Xupypeuieckoe emeuamenbcmeo, Jyyesds — mepanus,

JIEKapCmeerHaA mepanus u md) OHKOJIO2UYECKO20 3a001e6aAHUA.
Ilokazanuem ons cocnumanuzayuu 6 Me()l/ll/[uHCKyiO opeaHuzayuio 6 NAaHoBOU cﬁopme Ae6JAencs.

1) HeobxoO0umocmv BbINOIHEHUS CAONCHLIX UHMEPBEHYUOHHBIX OUACHOCMUYECKUX MEeOUYUHCKUX
emeulamenbcmes, mpeodyruwux nociedyioue2o HabaoeHus 8 YCi108UAX Kpy210CYMOYH020 Ul OHEBHO20
cmayuonapa;

2) Hanuuue nOKA3AHUU K CREYUuarusupo8aHHOM) HPOMUBOONYXONE80MY JIeYEHUIO (XUpypeuuecKoe
eMeuamensCcmeo, Jyuesds mepanus, 6 mom Hucie KOHMAKmHAsA, OUCMAHYUOHHAS U Opy2ue 6Uobl
NY4esoli mepanuu, J1eKapCmeeHHas mepanus u Op.), mpedyioujemy HabNoO0eHUs 6 YCLOBUAX

KpyenocymoiyHozco uiu OHEeBHO20 cmayuorapa.
Iloka3anuem K evinucke nayuenma u3 Medummawﬁ opcanu3lauuu A6JaAemcsa.

]) 3asepuierue Kypca jqederusd, uiu 00HO020 U3 SMANOE OKA3AHUS Cﬂ@b{MdﬂMSMpOGdHHOﬁ, 6 mom yucie

BbICOKOMEXHONI02UYHOU Me()ulx;uHCKOlZ nowviouwiu, 6 yCioeusx

KpYyeiaoCymo4HOocO Ulu OHEeBHO20 cmayuornapa npu yCiaosusax OmcCynmcmeus OCJIOJCHEHUU JICYECHUA,
mpe6yi0u;ux MEOUKAMEHMO3HOU KoppexKuyuu u/unu MeduuuHCKux emeuianienbenie 6 CMayuOHApPHbLX

YCI108UAX,

2) omkKds nayueHma uiu €20 3dKOHHO2O npe@cmaeumeﬂﬂ om cneuuaﬂus’upoeaHHoiZ, 6 Mmom 4ducie
BbICOKOMEXHONI02UUHOU Me()ul/ﬂlHCKOIZ noviowiu 6 YCIOBUAX KPY2IOCYMOYHO2O UIU OHEeBHO20
cmayuornapa, ycmauoeﬂelmod KOHCUJITUYMOM MeaMZ/;MHCKOl;l opzanuzayuu, 0Ka3b166170u{€12
OHKOJIOCUYECKYIO NOMOUWb npu ycjao6uu omcymcmeus OCNIOJHCHEHULl OCHOBHO20 3a001e6aHus U/ uiu
J1e4€eHUA, mpe6yi0u4ux MEOUKAMEHMO3HOU Koppexyuu u/unu MeduuuHCKux emeulamenilbcme 6

CMAaAYUOHAPHBIX YCITIOBUAX,



3) Heobxooumocms  nepegooa  nayuewma 8  Opyeyilo  MEOUYUHCKVIO — OpeaHu3ayuio  no

coomeemcmeyrowemy }’ZPOd)u]l}O OKA3AaHUA MeduuuHCKod nomowu.

3axnouenue o yenecoobpazHocmu nepesooa nayueHma 6 NPoPUIbHYI0 MEOUYUHCKVIO OP2aHU3AYUIO
ocyuwjecmensiemcs. nocie npeosapumenbHol KOHCYIbMAayuu no npeoocmasieHHbM MeOUYUHCKUM
OOKYMEeHmMam u/uiu npeosapumenbHo20 0CMOmMpa nayueHma pasamu Cneyuaiucmamu MeoOuyuHcKou

opeanu3ayuu, 8 KOmopyio NIAHUpPyemcs nepesoo.



6. JlonoaHuTeabHasaA HHGoOpMAaLMs, BIUSIONIAS HA
TeUeHHe U UCX01 3200/ IeBaHUSA

@akTopsl, BIuAoIMe Ha TeueHue u ucxon AKP, BkirouaroT cienyrommue:

1. PacnipocTpaHEHHOCTH OIyX0JI€BOTO MPOIIEcca;
2. JIokanu3anus MeTacTaTUHYeCKUX 04aroB;
3. buonoruuyeckre 0COOEHHOCTH OMYXOJH;

4. PazBuTHE HEXeENaTelIbHBIX SBJICHUN MPU MPUEME NPenaparoB JUisl IPOTUBOOITYXOJIEBON TEPAIHH.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne

Kputepuun kauyecrBa

OueHKa BbINoOJIHEHUSA

BbinonHeHo KT C KOHTPacCTHbIM YCW/IEHMEM OpraHoB OPIOWHOM MONOCTN, OnpeaeneHbl
NMIOTHOCTb TKAHEBOIr0 KOMMOHEHTa A0 KOHTPAcTUpoBaHus (HaTUBHas), MNIOTHOCTb B TKAHEBYHO
¢asy KOHTpacTMpoBaHus (apTepuanbHas U BeHO3Has dasbl),

MIOTHOCTb B OTCPOYEHHyt (4Yepe3 10 MMH. nocne BBeAeHWs KOHTpacta) dasy
KOHTpacTMpoBaHus (dasa BbiMbIBaHUSA).

Oa/Het

BbinonHeHo 18®Ar-NMaT/KT kak oAMH W3 MnapaMeTpoB KJIMHMYECKOW Bepudukaumm
3/10KQYeCTBEHHOr0 MoTeHUMana onyxonu, onpeaeneH SUV

Oa/Het

BbinonHeHa CLI,VIHTVIFpaCbVIFI KOCTEN BCero Tena npn nogo3peHnn Ha MeTactaTuyeckoe
nopaxeHne KoCTen ckeneTa

Oa/Het

B cnyyae HeBO3MOXHOCTM npoBefdeHnss KT C KOHTpacTHbIM YCW/eHUeM BbINoNHeHO MPT
OpraHoB OpIOLIHON MOJOCTU N 3abPIOLWMHHOIO NMPOCTPaHCTBa

Oa/Het

BbinonHeHo onpeneneHue KOpTM307a B paHHWE YTpPeHHMEe 4Yacbl Ha ¢doHe MoAaBnsLWero
Tecta ¢ 1 Mr pgekcameTtasoHa. [pu OTCYTCTBMW (PU3NONOrMYECKOro MNOAABNAEHUS YPOBHS
KOPTM30/1a B KayecTBe NOATBEPXAAKOLLEro TecTa BbiNosiHeHO onpeaeneHne AKTIE B yTpeHHue
yacsl.

Ha/Het

BbiMosiHEHO onpeaenieHne ypoBHel MeTaHedpuHa U HopMeTaHedpuHa B CYyTOUYHOM Mode uau
nnasme.

Oa/Het

BbinonHEHO onpefenieHne COOTHOLWEHUS MeXAy YPOBHEM anbAoCTepoHa M aKTMBHOCTbHO
PEHMHaA nNna3Mbl A9 WUCKIKYEHUA NEPBUYHOro runepanbgoCTepOHM3Ma MNpuU Hanndmn y
naunMeHTa C onyxosbi Hagno4YeyHKa apTepnasibHOU TMNEPTEH3UN.

Na/Het

BbINoNHEHO KOMMEKCHOe onpeaesieHMe KOHUEHTpaunMm CTepouaHbIX FOPMOHOB onpeaeneHne
BCTEPOUAHbBIX ropMOHOB CbIBOPOTKM KpOBU: AerniposanuanapocTepoHa
cynbdaTtagernaposnMaHapocTepoH-cynb@aT, 17-ruapokcunporectepoHa, aHApPOCTEHAMOHA,
obuwero TectocTepoHa (y XeHWwuH), obuwero actpaguona 17-B-actpaanon (y MYX4YWH W
XKEHLUMH B MeHonay3e), 11- 4e30KCUKOPTMKOCTEPOHA AE€30KCUKOPTN30

Oa/Het

[MpoBeneHo ctagmpoBaHue onyxonesoro npouecca no TNM n ENSAT

Oa/Het

10.

Bbl6paH M BbIMOJIHEH ONTUMasbHbIN 06beM onepaTtnBHOro BMeLWaTeNnbCTBa

Oa/Het

11.

Mpn Hanuumm AKP v runepkopTuumaMa B MoOC/eonepaunoHHOM repuoae npoBeaeHa
3aMecTuTesnbHaa Tepanusa Haano4Ye4YHMKOBOW HEAOCTAaTOYHOCTH

Oa/Het

12.

BbIMONIHEHO MaTO/IOr0-aHAaTOMWYeckoe uccnegoBaHue  6uoncuinHoro  (onepaumoHHOro),
BK/IlOYAsi MMMYHOMMCTOXMMMYECKOe uccrnefoBaHue. [poTOKOA COAEPXKUT, KakK MUHUMYM,
cneaytouyto MHdopMaumo: Konmyectso 6annoB no wkane Weiss Uam MHol wkane 6anibHom
OLlEHKM 3/10Ka4YeCTBEHHOrO MOTEHUMana onyxonu, nponudepatMBHbin KnHAEKC Ki67,
pe3eKLMOHHbI cTaTyCc (MHBa3ua Karncysnbl OMyXONnWu, W/WAW OKPYXaKLWMUX TKaHeh, wu/vnu
npuaexawmx OpraHoB WM ee OTCYTCTBME), Haauyme UM OTCYTCTBME MOpaXKeHus
nM@aTUYEeCcKmx y3nos

Ha/Het

13.

[lpoBeAeHO reHeTUYecKoe KOHCY/NbTUPOBaHME; NauueHTaM AeTCKOro BOo3pacTa BbIMOSIHEHO
MOJIEKYISAPHO-TeHeTUYeCcKoe nccrenoBsaHme reHa TP 53

Oa/Het

14.

MaumeHTam C BepudULMpPOBaHHBLIM naTtoMopdonormyeckm amarHosom AKP nposoauTtcs
Tepanus MUTOTaHOM** B afbIOBAaHTHOM pexume

Oa/Het

15.

MauneHTam c HeonepabenbHbiM AKP, HanuymMeMm pacnpoCcTpaHéHHOro MeTacTaTu4yeckoro
npouecca nocne pesekumn NepBuYHOM onyxonu, 6biCTpbIM NporpeccMpoBaHnem 3abonesaHus
NpOBOAUTCH XMMUOTEpPanusa Ha OoHe MpoAO/DKAOLWErocs npveMa MuToTaHa** exenHeBHO B
no3e, obecneumBalollen ero cogepxaHne B CbIBOPOTKE KpOBW Ha ypoBHe 14-20 mkr/nm 6e3
nepepbiBa Mexay UMKIaMm Xxummortepanum

Oa/Het

16.

BceM nauveHTaMm, nofny4yamowmMM Tepanuil MUTOTAHOM**, MpoBOAWTCS 3aMecTuTesbHas
Tepanus HaAno4Ye4yHMKOBOM HEeAOCTAaTOYHOCTU. B cnyyae rvnepkopTvumaMa Heo6XoAMMOCTb
NpoBeAEHNS 3aMeCcTUTENbHOIM Tepanuu A0/KHa 06Cy>KAaTbCs MHAMBUAYANBHO.

Oa/Het

17.

MaumeHTam c KOCTHbIMM MecTacTtaszamm AKP npoBoauTCst aHTMpe3opbTuBHaa Tepanusa u/wmnu
anT

Oa/Het

18.

C nauMeHTKaMu penpoayKTMBHOIMO BO3pacTa MpoBedeHa pasbscHUTeNbHaa 6Geceda no
npobneme 6epemeHHoOCTN N AKP

Oa/Het

19.

MauneHTKaM penpoayKTMBHOIO BO3pacTa, MojyvyalowmnM Tepanui MUTOTaHOM**  u/unm
LMTOTOKCMYECKYHO XMMUOTEPANMI0 PEKOMEHA0BaHb! ONTMMasibHble METOAbI KOHTpaLenuum

Oa/Het




Ne¢ Kputepumn kauecrBa OueHKa BbINOJ/IHEHUSNA
20. Bcem naumeHTam c AKP npoBoauTca perynsipHoe obcnenosaHue, Bkovawowee (1) [a/Het
BU3yanM3npyolne WnccnefoBaHUs OpraHoB OplOLWHOM NOMNOCTM, Manoro Tasa, rpyaHoOMn

KneTtku, (2) nabopaTopHble UCCeaoBaHMUS FOPMOHAIbHOW OMYXO0SIEBOM CeKpeLnmn

21. BceM nauveHTaMm, nosiyyalolwMM Tepanui MUTOTaHOM**, npoBOAMTCA  perynspHoe [a/Het
onpeaeneHne ero KOHUEeHTpaLmn B KPOBM C KOPpeKLMel CyTOYHOM [03bl MO NMOKa3aHUsAM.

22. BceMm naumeHTaMm, nonydvalWwuM Tepanuio  MUTOTaHOM**,  npoBOAMUTCA  peryfnsipHoe Oa/Het
O6Cﬂ€AOBaHVIe Ha NpeagMeT HeXenaTesibHbIX ABJIEHUN, N CBOEBPEMEHHOE UX NleYeHne

23. Bcem naumeHTam ¢ AKP Ha OCHOBaHuMW pe3ynbTaTOB AWMHAaMWYecKoro HabnwoaeHuss wu Oa/Het
obcnenoBaHus MNpoBOAMTCS HeobxoAauMasi KOPpPeKUMs JleYeHust U MaHa JAasbHenwero
BeJeHus
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KoH(uIuKT HHTEpecoB:

ABTOpBI IEKJIAPUPYIOT OTCYTCTBUE KOH(IIMKTA HHTEPECOB.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

IIpennaraemble KIMHUYECKUE PEKOMEHAALMM, HA HACTOALIMNA MOMEHT, SIBJISIFOTCS OCHOBHBIM
CONIACUTENBHBIM JOKYMEHTAOM, PETYIHPYIOIIMM IOJIOKEHUS NPAKTUYECKOW AESITEIBHOCTH Bpaudei
npu AKP.

HaCTOHIl[I/Ie Knumanueckne PCKOMCHAAINN HAIIPABJICHBI HA YIYYIICHUC PC3YJIbTATOB AWMArHOCTHUKH H

JICHCHU MAIMCHTOB C aAPCHOKOPTHUKAJIbHBIM PAKOM.

Hacrosimue Knunuueckue pekoMeHIalMu HE paccMaTpuBalOT aOCOJIIOTHO BCE aCHEKThl MPOOIEMBI U

BO3MOKHBIC UCKIIIOYCHUA U3 ITPaBUJIL.

Hacrosmue Knunuueckue PEKOMCHAAIUH HEC MOT'YT TapaHTUPOBATH OHpCI[CHCHHBIﬁ pE3YyIbTaT U IpH

OTOM OHH HC YCTAHABJIMBAIOT CTAHAAPTHI BCACHUS ITAlIUCHTOB.

HaCTOSIHH/Ie Knunuueckue PECKOMCHAAINHN HC MPCAHASHAYCHDBI JIA JICHCHUA KOHKPCTHOI'O ITallMCHTA.
Pemenne 00 onTUMaabHON TaKTHKE BCACHHUA KaXXIO0I0 IIaMCHTA JOJIXKHBI OCHOBBIBATHCA Ha

pe3ynbrarax 00ciIeI0BaHNs ¢ YIETOM HHANBUIYTHHBIX 00CTOSTEIBCTB.

Penkocte AKP o00ycinoBiuBaeTr OOBEKTMBHBIE TPYJHOCTH H3-3a OTCYTCTBUS MPOCIEKTUBHBIX
HCCJIEIOBAHUM JOCTAaTOYHON MOIIHOCTH M JOCTATOYHOI'O OIBITAa JICYCHHUS DTOro 3a00JeBaHUS BHE
CIICMATM3UPOBAHHBIX YUPEIKICHUM, KOHIIEHTPUPYIONIUX TAKWX MAIMEHTOB. 32 PyOeKOM B TEUCHHE
nociaeanux 30—40 et mnpoBeAeHbl KPYIMHbIC, KaK MPOCHEKTUBHBIC, TaK M PETPOCICKTUBHbBIC
UCCJIEOBaHMs, YacTh U3 KOTOPBIX BKJIto4aroT B ceds 1o 500 mamuentoB. K coxanenuto, B Poccun
WCCIIEIOBAaHUN C TOAOOHBIM 00BEMOM BBIOOPKH HE MPOBOAMUIIOCH. B CBS3W C 3THM, HACTOSIIUE
KnuHnueckne pekoMeHIaluu B OCHOBHOM OINUPAIOTCS Ha 3apyOeHYI0 JOKa3aTelbHyI0 0aszy |

YYUTBIBAXOT SKCIICPTHOC MHCHHUC Sap}/6e)KHI)IX I/ICCJIG,Z[OBaTeJIef;I.

B 0OCHOBYy KIMHWYECKMX PEKOMEHJAIMN TMOJIOKEHBI CYIIECTBYIONIUE KOHCEHCYChI M KIMHUYECKHE
pexomenganuu: (1) Knaccuduxarmms Beemuproit Opranuzanmu 3apaBooxpanenns (WHO) omyxoneit
SHJOKPUHHOM cuctemsbl, 4-¢ uznanue, 2017 rox; (2) Knuaudyeckue pekoMeH AUy 1Mo JUArHOCTUKE U
JICUCHUIO aJPEHOKOPTUKAIBLHOTO paka EBpomeiickoro obmectBa snaokpunonoros (European Society
of Endocrinology), coBMecTHO ¢ EBpormelickum oOIIECTBOM MO W3YYCHHIO OIyXOJIeH HaIOYEYHUKOB
(European Network for the Study of Adrenal Tumors), 2018 rox; (3) Knuaudeckne pekoMeHIaIuN 110
JUArHOCTUKE M JICYCHHUIO aJpEHOKOPTUKAIBHOro paka, 2015 rog — a Takke OTEYECTBEHHBIE M

3apyOeKHBIC HAyYHBIC PAOOTHI TIO TAHHOW MPOOJIEMaTHKE.

MeTOIlbl, HCIIOJBb30BAHHBIC [1JIA cﬁopa/ce.ﬂemmn A0Ka3aTeJbCTB: IIPOBOAMUIICA IIOHCK B
OJICKTPOHHBIX 0azax JaHHBIX II0 KIKOYCBBIM CJIOBaAM, CBA3aHHBIM C AKP n COOTBCTCTBYIOIINMHA
pasaciiaM  KIMHUYCCKHX pCKOMeHI[aHHfI; NpoBOAWIIACHE OLICHKa Kau€CTBAa M PCICBAHTHOCTHU

HalICHHBIX HCTOYHHUKOB.

Onucanue MeTON0B, HCHOJIL30BAHHBIX /sl c0Opa/CeJIeKIMH JOKA3aTeJIbCTB: J10KAa3aTeIbHOM
0a3oi 111 peKoMeHIaluil sBIAI0TCS MyOnukanuu, Bomeamue B KoxpaHoBckyto OMOIMOTEKY, 0a3bl

nanHelx EMBASE u MEDLINE, e-library. [lyouna noucka coctasisiia 1o 40 ner.



MeToabl, HCTIOIB30BAHHBIE /IS OLIEHKH YPOBHEIH T0CTOBEPHOCTH 10KA3aTEIbCTB:
* KoHceHcyc KcrepTos;
* O1eHKa 3HAYMMOCTH B COOTBETCTBUH C YPOBHSMH JI0KA3aTEIIbHOCTH.

B cBs3u ¢ opdanHOCTRIO 3a007€BaHUSI U OTCYTCTBHEM IPOCIIEKTUBHBIX UCCIEAOBAHUN JTOCTATOYHOU
MOUIIHOCTU Psii PEKOMEHAAIMN  XapaKTepu3yeTcsl HHU3KUM YPOBHEM JOKA3aTE€bHOCTH IO
(opMaIbHOMY ITPU3HAKY.

Tadauma 11. Ikana oueHkW ypoBHell J0CTOBepHOCTH Aoka3zareabcTB (Y/) nass meronos
AMATHOCTHKHU (AMATHOCTHYECKUX BMEIIATEIbCTB)

yana PacwudpoBka

1 CuctemaTtnyeckme 0630pbl MCCNeAoBaHWI C KOHTponeM pedepeHCHbIM MeToAOoM WM CUCTeEMaTUyeckuin 063op
pPaHAOMU3NPOBAHHbIX KITMHUYECKUX UCCEef0BaHUI C MPUMEHEHNEM MeTa-aHanmsa

2 OTaenbHble nccnepoBaHus C KOHTpO1EM pe¢)epeHCHblM MEeToA0M WU OTAENIbHblE PaHAOMU3UPOBAHHbIE KJIMHUNYECKKNE
nccnenoBaHnda M CcUCTteMaTuyeckue O630pb| nccnegosaHuii noboro AusariHa, 3a UCKIKYEHUEM PaHAOMU3NPOBAHHDbIX
KNMNMHUYECKUX nccneaoBaHnn, C npumMeHeHneM MeTa-aHalimsa

3 WccnenoBaHus 6e3 MnocnefoBaTeNlbHOr0 KOHTPONs pedepeHCHbIM MeToAOM WM UCCefoBaHus € pedepeHCHbIM
METOAOM, He SBAAWMMCS HE3aBWCMMbIM OT WCCNefyeMOro MeToAa WM HepaHAOMM3UPOBaHHbIE CPaBHUTENbHblE
NCCNefoBaHusl, B TOM YMC/e KOrOpPTHblE UCCNIef0BaHuUs

4 He CpaBHUTENbHbIE UCCNneaoBaHUA, onncaHne KJIMHN4YeCcKoro cny4dasa

5 NmeeTca nuwb 060CHOBaHWE MexaHM3Ma AEeNCTBUA UM MHEHWE IKCNEPTOB

Ta6muna 12. IlIkana oumeHkH ypoBHeil qocToBepHOCTH AoKa3zateibeTB (YIJI) nus meromon
NnpopUIAKTHKH, JIeYeHU s " peaduauTaANUN (mpopunakTHYeCKuXx, Jie4eOHbIX,
peadMJINTAIIMOHHBIX BMEIIATEIbCTB)

yan PacwundpoBka

1 CucremaTtnyeckumit 063op PKU ¢ npumeHeHneM MeTa-aHanmsa

2 OTaencHble PKU 1 cucTteMaTnyeckne o630pbl MCCNeAoBaHUin Noboro AmsaiHa, 3a uckioveHneMm PKU, ¢ npuMeHeHueMm
MeTa-aHanmsa

3 HepaHAOMU3MPOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BaHUS

4 HecpaBHWTENbHbIE WCCNEA0BaHWS, OMWCaHME KIWHWYECKOro cflydast WMIM CEepUM Cly4vyaeB, WUCCNefoBaHUSA «Ciydai-
KOHTPO/b>»

5 MMeeTcs nuwb 060CHOBaHWE MexaHu3Ma [AeNCTBUS BMellaTenbCcTBa (AOKAMHUMYECKME WCCNEeAOoBaHMA) WAN MHEHWe
3KCnepToB

Taonuna 13. lIkana oueHku ypoBHel yOeauTeabHOCTH pexoMenaanuii (YYP) niasa meronos
NpoPUIAKTUKHA, JHMATHOCTUKH, JiedeHUs1 W  peadwiauranmuu  (MpopuiaakTHYECKHX,

AMATHOCTHYECKHUX, JIeYeOHbIX, pea0UINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacwudcdposka

A CunbHaa pekoMeHaaums (Bce paccMaTpuBaeMble Kputepmn ahdekTUBHOCTU (MCXOAbl) ABASIIOTCS BaXXHbIMKU, BCE
nccnenoBaHMs MMEKT BbICOKOE WM YAOBNETBOPUTENbHOE METOAOJIONMYEecKoe KayecTBO, WX BbiBOAbl MO
WHTEPECYLWMM NCX0AaM SIBASKOTCS COrfnacoBaHHbIMKN)

B YcnoBHasa pekoMeHaaums (He Bce paccMaTpuBaeMble KpuTepumn ahhekTUBHOCTU (MCXOAbl) SABASIOTCS BaXKHbIMU,
He BCe WCCNeaoBaHMs MMET BbICOKOE WM YyAOBETBOPUTENIbHOE METOLOSIONMUYECKOE KayecTBO W/WIU UX
BbIBOAbI MO MHTEPECYIOWMM UCXOAAM HE ABJAOTCS COr/TAacOBaHHbIMMN)




Cnabasa pekoMeHAauust (OTCYTCTBME AOKa3aTeNbCTB HaZNexallero kayectsa (Bce paccMaTpuBaeMble KpUTEpUn
apPeKTUBHOCTM (MCXOAbl) SBAAKTCS HEBaXHbIMU, BCE WCCIEA0BaHMS WMMEKT HU3KOe MeTOAO0s0rnyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOWMM NCXOAAM HE SABMSIKOTCS COr1acoBaHHbIMMN)

Metoabl, MCTIOIb30BAHHBIE AJs1 GOPMYTUPOBAHMSA PEKOMEHIANMNH — KOHCEHCYC IKCIIEPTOB.

IKOHOMHYECKHH aHAJIM3: aHAJIN3 CTOUMOCTH HE IIPOBOOAUJICS U HY6J'II/IKaHI/II/I 110 (bapMaKO3KOHOMI/IKe

HE AaHAJIM3UPOBAJIUC.
MeTtoabl BaJIUIU3ANUUA PEKOMEHIALUI:

o BHemHss dKCriepTHAs OLICHKA

e BHyTpeHHss dKCniepTHas OLICHKA
Onucanue MeToAa BAJUAN3AIMA PEKOMEHAANNMI

HaCTOHH_[I/Ie pPEKOMEH Al B HpeI[BapHTeHBHOﬁ BCPCHUH PCUCH3UPOBAHBI HC3aBUCUMbBIMHU OKCIICPTAMH,
KOTOPBIC IMMOIIPOCUIIN IMTIPOKOMMCEHTUPOBATD, IMPCIKAC BCCTO, HACKOJILKO MHTCPIIPCTAIUS JOKA3aTCIbLCTB,

JIeJKAINX B OCHOBE PEKOMEHALINM, TOCTYHA JJIsl IOHUMAaHUSI.

KommeHnTapun, momydeHHBIE OT JKCHEPTOB, TIIATEIBHO CHCTEMATU3UPOBATIUChL W OOCYXKIAIUCh
npejcenareneM 1 wieHamu padodeit rpynnbl. Kaxapiii myHKT 00Cy’K1ajcsi © BHOCUMBIE B PE3yJbTare
ATOr0 M3MEHEHHS B PEKOMEHAAIMH PETHCTPUPOBAIUCH. Eciid k€ M3MEHEHMs HE€ BHOCWIHCH, TO

PETUCTPUPOBATUCH PUYUHBI OTKa3a OT BHECEHHS U3MEHECHUM.

JInsi OKOHYATENbHOW peJaklMM W KOHTPOJIA KayecTBa PEKOMEHJALUH MMOBTOPHO IPOAHAIU3UPOBAHBI
ylIeHaMHu pabodeil TpyIibl, KOTOPbIC MPUILIM K 3aKIIOYEHHUI0, YTO BCE 3aMEUYaHUS U KOMMEHTapUu
AKCIIEPTOB MPHUHATHI BO BHUMAHHE, PUCK CHCTEMATUYECKUX OMIMOOK MpU pa3pabOTKe pEeKOMEHIAIA

CBEZIEH K MUHUMYMY.
LeneBasi aynuTOpus JAHHBIX KIUMHUYECKUX PEKOMEHIaLMIi:

1. Bpaun-onkonoru (Bpauu-Xxupypru, Bpauu-yposioru)
2. Bpauu-3HI0KpUHOIOTH

3. Bpauu-paaunorepaneBThbl

4. Bpauu-narosioroaHaTOMbI

5. Bpauu-tepaneBTsl

6. Bpauu obmieli mpakTuku

JuarHoctuyeckue W JedeOHble omuuu B OTHomeHMH mnamueHtoB ¢ AKP  Tpebytor

MYJIBTUMCHUILUIMHAPHOTO MOAXO0/A.
IHopsiiok 00HOB/IEHHS KIMHUYECKUX PEKOMEHIAUil

Mexanu3M OOHOBJICHUS KIMHUYCCKUX PEKOMEHIAIMA TMpeaycMaTpUBAeT WX CHCTEMaTHYECKYHO
aKTyaJlM3alfio0 — He peXe 4YeM OJWH pa3 B TPHU TO/Aa, a TaKXKE MPHU TMOSBICHUH HOBBIX JAaHHBIX C
MO3UIIMKM  JI0KA3aTEJIbHOM MEAMIIMHBI 10 BOIMPOCAM JTUArHOCTUKH, JIEYCHUsA, MNPOPUIAKTUKU U
peaduIuTaly KOHKPETHBIX 3a00JIeBaHUM, HAJTUIMH 00OCHOBAHHBIX JIOTIOTHEHU/3aMEeUaHU K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3a B 6 mecsues.






Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

KP400. Xponunueckuii 6oaeBoit curnpom (XbC) y B3pocibIX NalMEHTOB, HYK/IAIOIIUXCS B
PexoMeHIaMU 10 3aMeCTHTEIbHON TepanuM NMPH JeYeHNH MUTOTAHOM

1. ABcontoTHast HEIOCTaTOYHOCTh MIFOKOKOPTUKOUIOB
e [ TIOKOKOPTUKOUIBI: C HaYaJla JISYCHUSI MUTOTAaHOM™ * 1T03bI IPEBBIIIAIOT CTAaHAAPTHBIE!
o T'mapoxoptuzon** 50—75 mr/cyT

° OHGHKa aZICKBAaTHOCTHU 3aMECTUTEIIbHOMN TCpallun NPOU3BOJAUTCA IIO KIIMHHUYCCKUM KPUTCPHUAM,
BKJIIO4asA apTeprualibHOC TaBJICHHC, ITYJIbC, HaJmgue/ OTCYTCTBHUC alllICTUTA, JUHAMUKY MACChI TCJIA.

Taxxe He0OX0AMMO TPUHUMATh BO BHUMAaHHUE YPOBEHb IEKTPOIUTOB KPOBHU.

2. MuHepankopTUKOUAHAs HEIOCTATOYHOCTh PETYISIPHO OLIEHUBAETCS IO YPOBHIO 3JIEKTPOJIMTOB
KpPOBH, KOPPEKIHUs — PIryaApOKOPTU30H **

3. unoroHaanu3aM y MYXYUH OIIEHHMBAECTCS 1O KIMHUYECKUM MPOSBICHUSAM (SpPEKTUIIbHAS
IUC(HYHKIMS U TMHEKOMACTHs), TOATBEPKIAETCA PE3yJabTaTaMi FOPMOHAIBHOIO 00CIEA0BaHMUS,
TpeOyeT 3aMeCTUTEIIbHOM TepaIluH.

4. BropuuHblii TUNIOTHPEO3 peryisipHo oreHuBaeTcs mo ypoBHio TTI, T4 cB. (TTI' — Hopwma,

CHIDKEHUE CB. T4 — CHIKEH) U TpeOyeT 3aMeCTUTEIbHON Tepanuu.
PexomMeHaauuu o NpuMeHEeHUI0 MUTOTAHA B Ka4YecTBe a/IbIOBAHTHOM Tepanuu

o HauwanpHas mo3a mutorana** cocrammsier 1 r/cyr (2 Tabn/cyt). Kaxnasie 3—7 mHel MmpoBOIUTCS
noBbItieHue Ha 0.5 - 2 1/cyT (¢ y4eToM MepeHOCUMOCTH) 10 10361 4-8 r/cyT (8-16 Tabn/cyT), wim 10
MaKCHUMaJIbHO TIEPEHOCUMOM J03bI; TIpenapar MpUHUMAETCS 2 - 5 pa3/CyT BO BpeMsl €JIbl.

o IloBbllIEHUE O3BI PETYIUPYETCS

o TICPCHOCHUMOCTELIO IIpCIiapara,

o JIOCTUTHYTOH TepaneBTu4yeckon koHreHTpamnuei (14-20 Mkr/mJr)
e OueHuBaTh ypOBEHb MUTOTAHA™* B KPOBU HEOOXOAMMO

o Kaxjable 4—8 Hea 0 TOCTHXKSHUS 11eJICBOM 30HEI,
©o TMpU JOCTHXKEHUU II€JIEBOM 30HBI Kaxjble 2-3 MeC B T€UEHHUE 2 JIET, B JaJIbHEHIIIEM BO3MOXKHA

OLICHKA 4Cpce3 Ooiee JJIUTCIIbHBIC MHTCPBAJIbI

o KnmnHuueckas u Tonmueckas oleHKa MpoBOAUTCS He pexe 1 pa3 B 2-3 mecsua
e HeoOxonuMmo orpeseneHre ypoBHSI MUTOTaHa™** B KpOBU MPU BOSHUKHOBEHUU OOOUHBIX 3((HEKTOB

o [lpu BO3HMKHOBEHHHU TTOOOYHBIX A(H(PEKTOB:

© HE3HAYUTEJIbHBIX/YMEPEHHBIX — MPOJOJKUTh NPUEM MHUTOTAH, MPOBOAUTH CUMIITOMATUYECKYIO
Teparnuio;



3HAQUUTENBHBIX — BEPHYTCA K MOCJIEAHEHW IEPEHOCUMOW [103€, MPOBOAWUTH CUMIITOMATHYECKYIO
Teparumio;
TSKEJBIX — IPEKPATUTh MPUEM MUTOTaHA™*, mpoBecTu crienuduuecKkoe JeyeHue CUMIITOMOB, 3aTEM

BO300OHOBUTH MUTOTAH™**, HAUMHAs C MAJIBIX JI03.



Ipusoxxkenue b. AJroputMbl BeJleHUS NAIUEHTA

Onyxoas pe3ekTade/bLHA

/\

4)‘ AnexparHas pezexuns (R0) ComuuTeneHas (Rx) mwin
HeronHas pezexuns (R1)
Ki67<10 Ki67=10
W h 4
Husgwil mnn Bricokuii puck
MPOMEKYTOUHBIH peuHIHEa
PHCK pelnaHea \
v ABIOBAHTHAA Tepanus v
BosmoxHO MHTOTAHOM, BO3MOXKHA Mutotan +
MHTOTaH MOTIONHHUTENIBHAL Tepalnd pozMoxxHO JIJIT

—> Kaxnpie 2-3 Mecana ronndeckas H 1aboparopHas IHATHOCTHKA

/ L \

=

Pewnaiea Het MecTHEI petiane Me cTHBIH peliIHe <6 Mec. HIH
v pacnpocTpaHeHHas fopma —
MectHsiii peunans > 12 mec. || cMm. HepeseKTaOenbHadA OMyXOllb

Pucynok 1. Anropurm jieueHusi npu pesekradesbHom AKP



Onyxoas HepedekTabeabHa WK nporpeccupopanne AKP

,_/ _________ J! _________ \“

bes npenmecteyomeii i [NoneiTka E ITocne npoeeneHHOI

AIBIOBAHTHOII ___________i LHTOPEeIVETHBHOTO E__________ AnBHOBAHTHOM

Tepaniuu MUTOTAHOM | BMEIIATEIECTRA E TEpani MHTOTaHOM
L 4 l-
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BO3MOKHOMN Jo3e \

MHTGT;.H +EDP ‘
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/ “ \
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MECTHBIX CHMITTOMOB
|
W W W
Xupypruueckoe nedyeHune? Momndukanus/cuena | | Pammoxupypris win
[Ipomomxenne Tepanimn [IXT PHA
MHTOTaHOM +/- EDP

PucyHok 2. Anropurm JieueHus NPHU Hepe3deKTade1bHOM WiH nporpeccupyomem AKP

Oo01mas cxema
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IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Pak kopbl HaaNOYeYHWKA, WM aJAPeHOKOPTHKaJbHBIA pak (AKP) — penkoe (opdannoe)
OITyXO0JIEBOE 3a00JIeBaHUE, XapaKTEepPHU3YIOIleecs, KaK MPaBUIIO, MO3JHUM CPOKOM BBISIBICHUS U, MPU
HECBOEBPEMEHHOM U HEIMOJHOM JICUCHHH, HeOmaronpusaTHeIM porao3oM. AKP npumepHo B monoBuHe
HAOJIOICHUI MOXKET COTIPOBOXK/IATHCS MOBBIIICHHBIM BBIJICJICHHEM B KPOBb TOPMOHOB HATIOYEUHUKOB
[115].

AKP — ogHa u3 cambIX penkux omyxoJied udenoBeka. ExeromaHo BbeisiBIsOT 0,5-2 cimydas AKP nHa

MUJJIMOH HacelieHus. JKeHIIMHBI ooneroTr B 2.5 pasa Hame MYKYUH, Cp@ILHI/Iﬁ BO3paCT MalUCHTOB

P®.
IIpuunnbl paseutusa AKP

[IprunHbl BO3HUMKHOBEHUsA U mnporpeccupoBanus AKP, oueBHAHO, 3aKIIOYAOTCA B T€HETHYECKHUX
nedexkrax. OHM MOTYT 3aTparuBaTh MCKJIIOYMTEIBHO KJIETKHM KOpPbI HAJIOYEYHHKA, U3 KOTOPBIX U
pa3BUBaeTCs omyxosib. B 3TOM ciyyae 3a0ojeBaHuE 3aTparuBaeT TOJBKO CaMOro MallMeHTa U HE
Hacnenayercs ero aetbMu. [opazmo pexe (3-5% ot Bcex cimydaeB AKP cpenm B3pOCHbIX MAIMEHTOB)
AKP pasBuBaeTcsi u3-3a BPOXKICHHBIX T€HETHUECKUX AC(HEKTOB, MPUCYTCTBYIONIMX BO BCEX KIIETKAaX
oprannsma. B stom ciyuyae rosopsrt o pazsutum AKP B pamkax HaciencTtBeHHOro cuHapoma. Ha
cerogusAmHUNA AeHb, AKP onrcaH kak KOMIIOHEHT CIENYIOIIMX CUHIAPOMOB: JIn-®paymenu, JluHua,
MHOKECTBEHHOU AHIOKpUHHON Heortazuu 1 tuna, ['apaHepa (ceMeiHbIi aIeHOMAaTO3HbIN MOJIUII03),
xomiiekca Kapuu, bexBura-Baiinemana, neiipopubpomaroza 1 tuma. B ciydae, ecnu y manueHTa
BolsiBJIeH AKP B cocraBe HacineacTBEHHOIO CHUHApPOMA, HEOOXOAMMO O0OCIENoBaTh €ro KPOBHBIX

POICTBEHHUKOB U, NPEXKJIE BCETO, IETEM.

Baxxno ormeruth, uro cpeau Bcex ciydaeB AKP B nerckom Bospacte 80% 00yciioBieHbI

BPOXJICHHBIMU F€HETHUECKUMU Je(heKTaMu, IPUBOAAIIMMU K Pa3BUTHIO cuHApoma Jlu-Opaymenu.

Yerkoit cBsa3u Mexay Bo3HHKHOBeHHEM AKP u 00pa3oM Xu3HM WM BHEIIHUMH (aKTOpaMU [0

HACTOSIIIIETO BPEMEHU HE OOHAPYIKEHO.
IposiBienuss AKP

B 50-60% cnyuaee AKP compoBokmaeTcss MOBBILIEHHOW NPOAYKLIHEN TOPMOHOB  KODBI

HaAIIOYCYHUKOB, a UMCHHO:

1. DIIOKOKOPTUKOUIBI (KOPTU30J U KOPTU30H);
2. MUHEPAJIOKOPTUKOUABI (aJIbI0CTEPOH, KOPTUKOCTEPOH U JI€30KCUKOPTUKOCTEPOH);

3. MOJOBBIE TOPMOHBI (AHAPOTEHBI U 3CTPOTECHBI).

BonbmmHCTBO oOmyxosield HM30JUPOBAHHO CEKpEeTHpyeT KopTu3onl (mo 60%) uim aHaporeHsl B

koMOuHaIu ¢ KopTr30sioM (30%).


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

XKanoOsl mamueHToB ¢ ropMoHanbHO-akTUBHBIM AKP ompenensitorcss MOBBIMIEHHOW MPOAYKIIMEH

COOTBCTCTBYIOIIINX 'OPMOHOB!

- koptuzona (oOmias cinaboCTh, TOJIOBHBIE OONH, OXKMPEHUE, C THUIUYHBIM OTJIOKEHUEM KHUPOBOU
KJIeTYaTKh B O0NAcTH JIMIA, IIeH, TPYIH, KUBOTA. JIMIIO TMPH OSTOM BBINISIUT OKPYTIIBIM,
nyHOOOpa3HbIM. Ha miekax mosiBisieTcs: MypHypHBId pymsiHenl. Pyku u HOTM Ha00OpOT CTaHOBSITCS
TOHKHMH W3-32 YMCHBIIICHUS MacChl MBI, Ha KoXe TOSBISIOTCS yrpeBble BhICHITIAHUS. PaHBI H
MIOpEe3bl 3KUBAIOT MEUIEHHO. BO3HMKAIOT 00M B KOCTSX M CKIOHHOCTh K TepernomaM, Oecruioaue,

MOBBIIICHUE aPTEPUAIBHOTO JIaBJICHUS U JIp.);
- abI0CTEpOHA (TTOBBIIICHUE apTEPHATHHOTO TABJICHUS, CITA00CTh MBIIII BCJICICTBUE TTOTEPH KaJHs);

- TCCTOCTCPOHA (pOCT HCXKCIIATCIbHBIX BOJIOC Ha TCJIC, IMOHHNKCHHC TCM6pa rojioca, yBCIMYCHHUC

KJIMTOpa Yy KCHIIWH, ITIOBBIIICHNUEC )KUPHOCTHU M HCYHUCTOTA KO}KI/I),

- OCTPOICHOB (I/IMHOTGHHI/IH, YBCIIMUCHUC T'PYAHBIX JKCJIC3 Y MYXYUH, MATOYHBLIC KPOBOTCUCHUA Y

YKEHIITUH B ITOCTMEHOTIAY3¢).

I'opmoHanbHO-HEAKTUBHBIE OIMyX0ouH BcTpedaroTcss B 40% cilydaeB M KOBapHBI IIOTOMY, YTO JOJITOE
BpEMsi MOTYT HMKaK O ceOe He 3asBJsTh W B JajbHEHIIEeM, NpU YBEIWYEHUH Pa3MEpPOB OMYXOJH,
MPOSBIATHCS OOUIUMHU HECTEIU(PUIHBIMU CUMITOMAMHU: AUCKOM(OPTOM WM OOJSIMU B KUBOTE WM
CIIUHE, ONIYIICHHUEM IMEPENoSHEHNs B JKUBOTE, HAaJUYHEM OOBEMHOTO OOpa3oBaHMsS B OpIOIIHOM

MOJIOCTH, ONIPEACIISIEMOTO BPauoOM WJIM CaMOCTOSITEIbHO MAIMEHTOM MPH OUTYyTBIBAHUHU KUBOTA.
Boisisienue (nmarnocruka) AKP

[Ilupokoe BHEIpEHUE B KIMHUYECKYIO NPAKTUKY METOJOB JIy4eBOM JMArHOCTUKH, TaKUX Kak
ynpTpa3BykoBoe uccienoBanue (Y3U), xomnbrotepHas tomorpadus (KT), marHutHO-pe3oHaHCHas
tomorpadust (MPT), mpuBeno Kk pe3KoMy YBEIMUCHUIO YHCIAa CIyYallHO BBISIBJICHHBIX OMYXOJeH
HaAno4eyHUKOB. Ciy4daliHO BBISIBJIEHHAS OIYXOJIb HAAIOYEYHUKA MOXKET 0Ka3aThCs KaK TOPMOHAJIBHO-
HEAaKTHUBHOM, TaK M AaKTHMBHO MPOU3BOAUTH PA3IUYHbIE TOPMOHBI (CMOTPH BBIILIE); HCXOAUTH W3
Pa3MUYHBIX YaCTEH HAJAMOYECYHHKA, OBITh 3JI0KAYECTBEHHOW WM JoOpokadecTBeHHOU. Cpenm Bcex

CJIy4ailHO BBISIBJIEHHBIX omyxoJseil Haanoueunnka AKP BcTpeuaercs npumepHo B 4% cirydaes.

[Ipu nomo3penun Ha AKP mnpoBoautcs maboparopHas IMAarHOCTHKA, KOTOpas 3akKodyaeTcss B
BBISIBICHMM TOPMOHAJIbHBIX HapyLIEHUW, XapakKTEpPHBIX Uil TOpMOHalibHO-akTUBHOrO AKP. [lns
HOATBEPKACHUS/UCKIIOUEHNUST TOPMOHAJILHOM aKTUBHOCTH OIYXOJIM PEKOMEHJIOBAHbI CIICAYIOLIUE

METO/Ibl TAOOPATOPHOU JTUATHOCTUKHU:

e OIpeleleHHe KOpPTH30Ja B pAaHHUWE YTPEHHHUE Yachl Ha (oHE TOAABIAIOIETO TecTa C
JIEKCaMETa30HOM,;

e IPU OTCYTCTBUM  (PU3MOJIOTMYECKOTO TMOJABICHUS YpPOBHA KOPTH30Ja —  ONpEICICHHE
aJPEHOKOPTUKOTPOITHOTO TOPMOHA B YTPEHHUE YaCHI;

e BCEM IIAlIMEHTAM C BBIABICHHOW OITyXOJIbIO HAANOYEYHMKA JUJI HUCKIIOYEHUS JIPYrol OnacHOM

OIMyXOJIM — (PEOXPOMOLIUTOMBI, IMOKA3aHO ONpEJeTIeHHe HOpMeTaHeppuHa U MeTaHedpuHa B



CYTOYHOU MOYE WIH IUIA3Me;

e IIPM HAJIMYMU Y MALMEHTA C OIYXOJbI0 HAANOYEYHMKA APTCPUAIBHON T'MIIEPTEH3UM IIOKa3aHO
OIPEIEICHNE COOTHOLICHUS MEXKAY YPOBHEM aIbJOCTEPOHA U AKTUBHOCTBIO PEHUHA IUIA3MBI JUIS
VCKJIFOUEHUS IIEPBUYHOIO TUIIEPAJIbAOCTEPOHU3MA;

e IPU IOJO3PEHUH HA M30JIMPOBAHHYIO WM COYETAHHYIO (C T'MIIEPKOPTHLIM3MOM) OIIyXOJIEBYIO
TUIEPIPOAYKLUHIO TIOJOBBIX TOPMOHOB IIOKa3aHO OIPENEIEHUE CTEPOUIHBIX TOPMOHOB CHIBOPOTKU
KPOBU (IErHIPO’IHAHAPOCTEPOH-CYAb(AT, 17-0KCUIIPOrecTepOH, AHAPOCTEHINOH, TECTOCTEPOH,

17-B-acTpaaron y My>K4iH | KEHIIIMH B MEHOTIAY3€).

Metonbl Jy4eBOM JMArHOCTMKMA HAa COBPEMEHHOM JTalle HMEKT BaXKHEUINEE 3HAUYCHUE IS
JTOOTIEpAallMOHHOTO  ToATBepKIAeHus: auarHo3a AKP. W ecnu Hanuuue 0OpsIMBIX TPU3HAKOB
3JIOKQUECTBEHHOCTH OITYXOJIM, TaKUX KaK MPOPACTAHHE B OKPYKAIOIIUE OPraHbl, METACTATUYECKOE
nopaxkeHue JUM(GOyY3JI0B, TICUCHH, JIETKUX, jaenaer nuarHo3 AKP npaktudecku o4eBHIHBIM, TO HUX

OTCYTCTBHUC CTABUT 3a/1a4y 110 BLISABJICHHIO IIPU3HAKOB, XaPAKTCPHBIX UMCHHO JJIsA TOM OITYXOJIH.

Komnbiorepuas tomorpadgus (KT) — «3om0Toit cranmapt» JIydyeBOM AMArHOCTHKU OITyXOJeH

HaAIIOYCYHUKOB.

Yabrpa3zBykoBoe ucciaegoBanue (Y3M) ucnonp3yercs TOBOJIBHO YacTO B KAYECTBE IMEPBUYHOTO
JIMarHoctTuyeckoro Meroga. ¥Y3UM oueHb XOpOIIO OMpPEAENsieT OMyX0Jlb, HO, K COKAJICHUIO, HE BCEraa
MOXXET TOYHO OIPEACIUTh MPOUCXOKIACHUE ATOW omyxoiu. Y3M MoxeT OBbITh HCIOJb30BAHO IS
MEePBUYHOM JUArHOCTUKM OITYyXOJieM HaJANOYEYHUKOB B CJIydae HEBO3MOXKXHOCTU BBIMOJHEHUS

KOMITBIOTEPHOUN TOMOTpa(uu.

MarunutHo-pe3onancHass tomorpadusi (MPT) pexomeHnmoBana miis TNEPBUYHOM JHArHOCTHKHU
OITyXOJIEW HAJIOYEUHUKOB, a TAK)KE JIJI1 UCKIIIOUEHMS] METAcTa30B B rojoBHOM mo3re. MPT oGnanaer
BBICOKOM YyBCTBUTEIBHOCTBIO B BBISBICHUM OITyXOJIEH HAAIIOYEYHUKOB, OLICHKU COCTOSIHUS OILYXOJIH,

B TOM 4YHUCJIC ITIOPAKCHUA COCCAHUX OPraHoOB. O,Z[HaKO TOYHOCTB JaHHOI'O MCTOAA IIOKAa HUKC, YHEM KT.

Ocrteocuunturpadgus (cuuHTUrpadus KOCTeil) PEKOMEHJIOBaHA MpU MOAO3PEHUM HA METACTa3bl

KOCTEU CKelleTa.

IMo3uTponno-3mMuccuonnas tomorpapus (I19T) c nesokcudroprirokozoit (OAI) mokazana s
OIIpENEICHNs] CTaJuU M PaCHpOCTPAaHEHHOCTH IIpoOIecca, a TAaKK€ B Ka4eCTBE JMArHOCTUYECKOIO
METO/a, IO3BOJIAIOIIETO OINPENEIUTh 3J0KaY€CTBEHHBIM MOTEHIMAN IpH HEOOJBIIMX pa3Mepax

onyxoyiu (10 4 cMm).

Iynkuuonnas O6moncusa B ciayyae AKP He mMMeeT n0Ka3aHHBIX MPEUMYULIECTB, O0JaJaeT HU3KOU
YyBCTBUTEJIBHOCTHIO, HEIOCTATOYHOW MH(OPMATUBHOCTHIO M BBICOKOM BEPOSITHOCTBHIO OCIOXHEHHIH,

MO3TOMY €€ MIPOBEACHUE HE MTOKA3aHO.
Jleuenne AKP

I[I/IaFHOCTI/IKa u JjedeHue AKP J0/DKHBI IMPOUCXOAUTL C YYAaCTHCM Bpada-SHAOKPHUHOJIOrA, Bpayda-

XUpypra, Bpaua-OHKOJIOra, Bpaya-KJIMHUYECKOW J1abopaTOpHOM AMArHOCTUKH, Bpada-pajuojiora B



CHEIUATN3UPOBAHHOM yUPEKICHUN/OTACIICHUN.

HaubGonee >¢dexktuBHbIM MeTOOM JieueHus sBisercs xupypruydeckuil. [Ipu Beisiienun AKP Ha
paHHUX CTaausAX 3a00JeBaHUs, KOTJa HET MIPOPACTAHUS OMYyXOJIM B )KM3HEHHO Ba)KHBIE OPTAaHbI H/WIH
MHOT'OYMCIICHHBIX METACTa30B, ONEpPALMUs SABISIETCS MEPBBIM ITAllOM KOMIUIEKCHOM Tepanuu. [lanee
IpU OTCYTCTBMM METACTa30B XUPYPrUUECKOE JICUEHHE MOXKET ObITh JOIOoJIHeHO HazHaueHueM JIC B
aJbIOBAHTHOM peXxuMme). Perienne o JeueHUd MPUHUMAETCS Ha OCHOBAaHMHM OCOOCHHOCTEW OITyXOJIH

(mpexne Bcero, naaekc Ki67) u reuennst AKP y nannoro narnuenra.

B ClIydac HaJIU4IUA MCTACTA30B HA MOMCHT BBISIBJICHHA AKP unn BO3HMKHOBEHHS UX B I[ElJ'IBH@fI].HGM

KOMIIJICKCHOC JICHCHUC JOJKHO BKIIIOYAaTh U XUMHOTCPAIINIO.

MHOXECTBEHHBIE METACTa3bl U/WUJIU MPOPACTAHUE OMYXOJU B )KU3HEHHO Ba)KHBIE OpraHbl HA MOMEHT
nocraHoBku jauarHo3a AKP, kak mpaBwio, HE TO3BOJISAIOT MPOBECTH aJCKBATHOE XHUPYPrUUYECKOE
JICYEHNE WJIA MOTYT MPUBECTU K CEPHE3HBIM OCIOKHEHUAM BO BpeMs omnepanuu. [lostomy B Takon
CUTyallud JICYCHUE HAYMHAIOT C XHUMHUOTEpAIldd, YTO, B OOJBIIMHCTBE ClIy4yae, MPUBOIUT K

YMCHBIICHHUTIO PAa3MEPOB OITYXOJICBBIX OYAaroB; AAJICC IIPOBOIAT OIICPALIHIO.

Hucrannuvonnas nydeBas tepanust (IJIT) pekomengoBaHa B KauecTBE MAJUIMATUBHOW Tepanuu IMpU

MertacTtazax AKP B kocTu v IEHTpaJIbHYIO HEPBHYIO CUCTEMY.

TaprerHass Tepanusi B HACTOSAIIEE BpeEMs HE PEKOMEHJAOBaHA JUIS JIEUCHUS IIAllMEHTOB C
pacrpoctpadneHHbIM AKP, T.k. B psAzne uccinenoBaHuii BO3MOXKHOCTH IIPUMEHEHHUs! IPEIapaTroB 3TOrO
KJlacca npu pacrnpoctpaneHHbIX ¢popmax AKP Obuin mpoieMOHCTPUPOBAHbI HEYIOBIETBOPUTEIbHBIC

pe3yJbTarshl.
IIporno3s

B 1umenom, mnporno3 AKP omnpenmensercs CBOCBPEMEHHOCTBHIO  BBISBICHHS  3a00JICBaHUSA,

3(b(1)eKTI/IBHOCTI>IO MPOBOAUMOTO JICUCHU U ITPHUBCPKCHHOCTHIO IMMAIIMUCHTA K TCPAIINH.

Jleuenue AKP saBnsercss AMUTENBHBIM M TPYAOEMKHUM MPOIECCOM, TpeOyeT YCWIMA HE TOIBKO
KOMaH/Ibl Bpauell U camoro mnaiueHTa. [[puBepKeHHOCTh K JICYCHHIO, BHIMIOJTHEHHE PEKOMEH AU 110
CBOEBPEMEHHOMY OO0CIIEZIOBAaHUIO U JIEUCHHUIO, KaK MPAaBUIIO, MMO3BOJIAIOT JOOUTHCS YIYUIICHHUS WIIH
crabminzanuss AKP. HaunbGonee neOmaronpusaTHBI MPOTrHO3 OTMEUAETCS Y MALMEHTOB, KOTOpHIE

OTPHULIAIOT CBOC 3a00JICBaHNE U HE BEHITIOJHSIIOT peKOMeHI[aI_II/Iﬁ JICHalIiero Bpayda.



IHpuiaoxenue I.

IHpuiaoxkenue I'l. Kpurepuu ouenkn orgera onyxo/u Ha jedyeHue (RECIST
1.1)

Ha3Banue Ha pycckom s3bike: Kputepum OIEHKM OTBETa OMYXOJW HAa XHMHOTEPANEBTUYECKOE
neuyenue (RECIST 1.1)

OpurnnajabHoe Ha3BaHue: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)
HUcrounuk (myOamkanus ¢ BaJauaanuen):

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

HcToyHuK (Ha pycCKOM fI3bIKE):

T'omOonerckuit BA, Jlaitman AIll, Illanmes AH, Bnamsumupckuit AB, Mopozos CII (pen.):
Metoandeckue pEeKOMEHJAIMU 10 TPUMEHEHHIO KPUTEPHEB OTBETa COJUAHBIX OIyXOJied Ha
xumuotepaneBrtuyeckoe jeuenne (RECIST 1.1). Meronuueckue pexkomenganuu Ne 46; 2018.
http://medradiology.moscow/d/1364488/d/no46 2018 recist 11.pdf

Tun: [IIkana onenkn
Ha3HayeHue: OLIEHKA OTBETAa HA XUMHUOTEPAIIEBTUUECKOE JICUCHUE

Ta6auna 15. OueHka pa3MepoB OCHOBHOI'O OIYX0JIEBOI0 o4ara

MonHbI oTBET NcuesHoBeHMe BCeX 3KCTpaHOAasbHbIX LeneBbliX obpa3oBaHuii. Bce natonornyeckue

(Complete Response - CR) nnMdaTnyeckme ysnbl AOKHbI YMEHbWUTLCA <10 MM MO KOPOTKOM ocx B abCOMOTHOM
3HAYEHUU.

YacTuyHbIA oTBET YMeHbleHne cyMMbl Hambonblwmx pasmepoB ovaros 6onee yem Ha 30%; ana

(Partial Response - PR) CpaBHeHUs 6epeTcs nepBUYHOE UCcenoBaHue.

MporpeccupoBaHune 3abonesaHus o

(Progressive Disease - PD) e YBenuuyeHune CyMMbl HanbonblMX pa3MepoB He MeHee YeM Ha 20 % no CpaBHEHMUIo

C BPEMEHHONM TOYKOW, MMEWLel HaMMEHbLIY CYMMY HaubonblMX pa3MepoB
(Hapwvp)

e CymmMa HaumbonbluMx pa3MepoB  [O/KHA  AEMOHCTpuMpoBaTb  abcontoTHoe
yBennyeHne pasMepoB He MeHee YeM Ha 5 MM.

e [locTOBEpPHOE MNOSB/EHNE HOBOIO OMYyX0JIEBOro oyara

Crabunusauma 3abonesaHus (Stable HecooTBeTcTBMeE KpuTepmsam CR nnam PR npu otcyTcTBun PD.
Disease - SD)




Taoauua 16. OueHka MeTacTATHYECKUX 0YAT0B

MonHbih otBeT (Complete Response
- CR) e lcuesHOBEHME BCEX AOMOSIHUTENbHbLIX O04YaroB M HOpManmMsauus YPOBHS OMyXOJSIEBbIX

MapKepoB.
e Bce numdaTtnyeckme y3nbl 4OMKHbI UMETb pa3Mep MeHee 10 MM Mo KOPOTKOW OCM.

e HopManusauusi ypoBHS OMyXO0JSIEBbIX MapKepoB

MporpeccupoBaHue 3aboneBaHus OaHO3HaYyHas Nporpeccust A0MOJIHUTENbHbBIX 04YaroB, MNOSIBIEHWE OAHOIO UM HECKOMbKMUX
(Progressive Disease - PD) HOBbIX 0Yaros.

Tabauna 17. CymmapHasi oneHka 3a00/1eBaHUs

LleneBble ouarum

Heuenesble oyarm

HoBble oyarm

O6wuii oTBeT

MonHbI oTBET MonHbIK oTBET Het MonHbI oTBET
MonHbI oTBET YacTuuHbln oTtBeT/ Het YacTuuHbllh oTBET
CTabunbHbIM npouecc
MonHbI OoTBET Henb3s oueHUTb Het YacTuyHbllh oTBET
YacTuyHbIn OTBET Het rnporpeccnpoBaHus HeTt YacTuyHbIn OoTBET
3aboneBaHns MNM  Henb3s
OLEHUTb
CrabunbHoe 3aboneBaHue Het nporpeccMpoBaHus Het CrabunbHoe 3aboneBaHune
3aboneBaHns MM Henb3s
OLEHUTb
Henb3sa oueHuTb Het nporpeccupoBaHus HeTt Henb3sa oueHuTb
3aboneBaHus
MporpeccupoBaHune Mob6oe cocTosiHue Jlioboe cocTosiHue MporpeccnpoBaHune
3aboneBaHus 3aboneBaHus
Jltoboe cocTosiHue MporpeccupoBaHue Jlioboe cocTosiHne MporpeccupoBaHue
3aboneBaHus 3aboneBaHus
Jltoboe cocTosiHue Jtoboe cocTosiHme Ectb MporpeccnpoBaHune
3aboneBaHus

Ipuioxenue I'2. Kpurepun agekBaTHOCTH Oonepanuu

Ha3Banue Ha pycckom si3bike: Kitaccudukaruii pesuayansubix onyxoieit (R Knaccudukanmst)

OpurunajbHoe Ha3BaHue: Residual Tumour (R) Classification

HUcrounuk (myOsmkanus ¢ BaJauaanuen):

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

Tumn: IlIkana oneHku




Ha3naueHnue: OICHKa aJICKBATHOCTH XHUPYPIrUYCCKOIro JICHCHUA 110 HAJIMYUIO/ OTCYTCTBUIO

pe3uiyanbHON OIMYXOIH

Tadoauua 18. Kinaccudukaunii pesuayaabubix onyxodeil (R Knaccudgukanus)

RO Pe3nayanbHasa onyxosb OTCYTCTBYET (NOJIHast pe3ekumns ¢ OTCYyTCTBMEM MPU3HAKOB OMYXOsEeBOro0 pocTa)

R1 Pe3uayanbHas onyxosnb onpeaensieTcss MMKpOCKonuyeckn (MpU3HaKu OMyxosieBoro pocta B KpasxX yAaseHHOW TKaHW)

R2 Pe3uayanbHas onyxonb onpeaensieTcs Makpockonmyecku (0CTaTKyM OMyXO0SM, MakpOCKOMUYEeCKU BUAUMbIE BO BpeEMSsi
onepauumn)

Rx HepnoctaTouyHO faHHbIX AN onpefeneHus pesuayasnbHoin onyxonn (OUeHUTb afAeKBaTHOCTb ornepauun HEeBO3MOXHO
WU AaHHble COMHUTENbHbI)




