MUHUCTEPCTBO
3O0PABOOXPAHEHMA
POCCUMCKOU ®EOEPALINN

Kinnangeckue peroMeHaanuun

Pak KopbI HagmoveuHnka (AZPeHOKOPTUKAIbHBIN PaK)

Konuposanue o MexxayHapogHOM CTaTUCTUYECKOM
KiIaccuduraiuy 60e3Hed 1 mpobd/aeM, CBSI3aHHbIX CO 310poBbeM: C74

Ton yTBepskeHus (yactoTa rnepecmorpa): 2020
BospacrtHast kateropusi: Bapocisbie, letu
T'om okoHuaHMA meycTBus: 2022
ID: 341
Pa3paboTunK KIMHNYECKOI PEKOMEHIALN

¢ OO0uUIEePOCCUIICKIUIT HALIMOHATbHBIN COI03 "AccoMaIs OHKOJIOroB Poccun”
¢ o OGmecTBeHHas opraumsanus "Poccuiickas Acconmarnys JHAOKPUHOJIOTOB"

Omo6peno HayuHo-npaktuueckum CoBeTom MuH3sapasa PO



OrjnaBjieHue

Kmnrouesnle cioBa

CrmcoK COKpaleHmnit

TepMuHBI U OnipefeneHns

1. Kparkas nHbopMarus

2. IiarHOCTMKA

3.JleueHne

4. Peabunuraius

5. TIpodunakTmka

6. JomomHuTebHAS MHGOPMaIVsl, BIUSIOIIAs Ha TeUeHMe U UCXOZ, 3a00IeBaHNs
Kputepun onieHKM KaueCTBa MeAUIIMHCKOM MOMOIIM

CIMCOK MUTepaTyphl

ITpunokerne Al. CoctaB paboueii IpyIIITbI

IMpunokeHne A2. MeTomonorus pa3paboTKM KIMHUIECKMUX PeKOMeHIaImii
[Tpunoskenme A3. CBsiI3aHHBIE JOKYMEHTbI

[Tpunoskenue B. AlropuT™Mbl BeieHUS TTallieHTa

[Mpunosxkenue B. udopmanus 1jist manyeHToB

[Mpunoxxenue I.



KioudeBpbie cjioBa



CrMcoK coKpaleHuMn

IBQNr-MIAT/KT - NO3UTPOHHO-3MUCCHOHHAST ToMorpadus ¢  18-dTopme30KCHIITIOK030i1,
COBMeIIleHHas C KOMIIbIOTEPHOIT ToMoTrpadueii

AJCC - AMepuKaHCKMiT 00beIMHEHHbIVI KOMUTET TI0 PAKy

ENSAT - EBpomeiickasg pabouasi TpyIma IO M3yYyeHMIO Omyxoseil HammoueyHuKoB (European
Network for the Study of Adrenal Tumors)

HU (egmunirbl XayHchnana) - IeHCUTOMETpUUYECKIe TTIoKasaTen pu rpoBemernn KT

RECIST - Kpurtepuu oTBeTa COMMIHBIX omyxoseii Ha Tepanuio (Response evaluation criteria in
solid tumors)

SUV (standartised uptake value) - HaKOUTeNbHBI KpuTepuit mpu BOAT-TIST/KT

TNM - MexgyHapogHas KiaccuduKanmss CTaauii 3JI0Ka4eCTBEHHBIX HOBOOOpA30BaHMIA
(ab6peBnaTypa ot Tumor, Nodus, Metastasis)

UICC - MeskmyHapoaHblii coto3 1o 60pb6e ¢ pakom (Union for International Cancer Control)
AT - apTepuanbHas TUIIePTEH3US

AKP - pak KOpbI HaZ[moueuHyKa (CUH.: alpeHOKOPTUKATbHbIN paK)
AKTT - aipeHOKOPTUKOTPOITHBI TOPMOH

AJIT - anaHMH-aMMMUHOTpaHchepasa

APC - anpgocTepoH-peHMHOBOE COOTHOIIIEHN e

ACT - acnapraT-amMmuHOTpaHchepasa

BO3 - BcemupHas opraHusanms 34paBoOOXpaHeHNs

IJIT — nucTaHUMOHHAS JIyyeBas Teparnms

I'TTII - ramMmma-ryTaMuI-TPaHCIIeNTUAa3a

I'CIIT - r106y/MH, CBSI3bIBAIOIINI TIOJIOBBIE CTEPOMIIBI

UT'X - MMMYHOTMCTOXMMMYECKOE UCCIeS0BaHNue

KY - koHTpacTHOe ycuneHne

MKB-10 - MexxayHaponHast kinaccudukaius 6onesteit 10-ro mepecmorpa
MPT — MarHUTHO-Pe30HAaHCHAsI TOMOTrpadus

MCKT - My/nbTUCIMpaIbHAast KOMITbIOTEPHAS TOMOTpabust

MD3H - cMHAPOM MHOXXECTBEHHbIX SHAOKPUHHBIX HEOIJIa3uii
HIIB - HykHSs nosiast BeHa

OBII - opraHbl GPIOLIHO ITOJOCTH

OI'K - oprasbl IpyqHOM KJIeTKU

IIT'A — nepBUYHBIN TUIIEPATIBIOCTEPOHMU3M

OXII/IIT — dheoxpoMOLMTOMA/TTaparaHraIMoMa

CHUK - cunapom NneHko-KymimHra

TTT - TMpeOTPOIHBIV TOPMOH



V3U - ynpTpa3ByKoBOe MCCIeIOBaHMe



TepMI/IHbI n orpene/JieHus

A.,Il'b]OBaHTHafl XyMmmoTepanmusa - XyMuorepamnus, IIpuMeHdgemMass I0ocIe  JIOKAJIbHOTO
BO3IeICTBUS Ha OITYXOJIb B LIEJISX 3paAVKAIMN UJIN OJIUTEJIBbHOIO ITIOOaBJI€HVSI MUKPOMETAaCTa30B

TepMuHaTMBHAsA MyTauusl — MU3MeHeHMe CTPYKTYPbl reHa (I0C/IefoBaTe/IbHOCTU HYKIEOTUIOB,
XPOMOCOMBI, TeHOMa), M0 CpaBHeHMIO C pedepeHCHON I0C/Ief0BaTebHOCThIO, BO3HMKIIEEe B
TIOJIOBBIX (3aPOIBIIIEBBIX) KJIETKaX.

TunepkopTUIM3M (9HIOT€HHbBIN) - KOMIUIEKC KIMHUYECKUX CUMIITOMOB, OOYCJIOBIE€HHBIX
IJIUTEIbHBIM BO3JIECTBMEM KOPTUMKOCTEPOUAOB HA OpPraHM3M BCIENCTBME UX U3OBITOUHOIM
SH[IOT€HHOV MPOLYKLIVNA.

OpaiiBepHass mMyTanusi — W3MEHEHMUE CTPYKTYpbl TeHa (TOCIeNOBaTENIbHOCTY HYKIEOTUIOB,
XPOMOCOMBI, TeHOMA), MHUIIUMPYIOIee TIpeBpalleHrie HOPMaIbHO KJIETKY B PAKOBYIO

HnupeHTasoMa HagIOYeuYHMKa - coOMpaTenbHOe TIOHSITHE, BKIIOYAlollee Pa3HOOOPa3HYIO 110
MopdosmoruM  TpyIImy omyxosneii 6omee 1 c¢M B AguaMeTpe, CIyYaifHO BBISBIEHHBIX IIPU
PaAoNoruYeckoM 06C/IeIOBaHUN.

KanHneporeHes - CJIOXKHbBIN TaTOGM3MOTOTMUECKII TTPOIIECC 3aPOKAEHMS Y Pa3BUTHUSI OITyXOJIN.

MYTa].H/lﬂ — CTolikoe (TO €CTb TaKoe, KOTOpOoe MOXeT OBITh YHadJeg4OBaHO ITOTOMKaMM
IAHHOI KJIEeTKU WIN opranusmMa B cjiydyae I‘epMI/IHaTI/IBHOI‘/)I MYTaLU/II/I) M3MEHeHMe reHoMa.

Oc'rpaﬂ HaAIIOYEeYHMKOBasA HEAOCTATOYHOCTDb — CMMIITOMOKOMIIIIEKC, OGYC.T[OBJ'IGHHBI]‘/JI pe3KuM
CHVDKEeHMEM WIn ITOJIHBIM IIpeKpaiieHnemM d)YHKLU/IOHaJIbHOI;'I JedaTeJIbHOCTU KOpPbI
HaOIIOYeUYHMKOB.

Opdannoe 3abosieBaHMe - pemkoe 3aboseBaHMe, KOTOPOE BCTpevaeTcs y HeBOJIbIIOro
KOJIMUEeCTBA JII0Zieli OTHOCUTETBHO 0OOIIel YMCIeHHOCTY HaceneHus: B EBpore penkuM MPUHSITO
cuMTaTh 3a007eBaHME C PacIpoCcTpaHeHHOCTbI0 1 yemoBek Ha 2000 Hacenmenwmst, B CIIA — ecin
3aTparuBarT He MeHee 2000 uenoBek, B Poccuu — He 6omee 10 yesroBek Ha 100 000 HaceneHMsI.

ITepBUYHBIN TUIIEPATBAOCTEPOHN3M — KIMHMYECKUII CMHIPOM, Pa3BMUBAIOLINIACS B pe3y/bTaTe
M30BITOUHOM  MPOAYKLMM  ajJbJOCTepOHa  KIYOOUKOBOJ  30HOV  KOPKOBOTO  BeleCTBa
HaATIOYEeYHUKOB, IIPU KOTOPOM CeKpelMsl alnbI0CTePOHA MOMHOCTBIO UM YACTUYHO aBTOHOMHA I10
OTHOLIEHMI0O K  pPEeHWH-aHTMOTeH3WHOBOI  CUCTEMe, UYTO  OOYCJOBIMBAET  DPA3BUTHE
HU3KOPEHMHOBOJ TUIIOKAIMEeMUYECKOli apTepuaabHOl TUIIepPTeH3UN.

CUrHaJIBHBIN MYTh — MOCIENOBATENbHOCTh MOJIEKY/, IMOCPeJCTBOM KOTOPBIX MHMOpMauusi OT
KJIETOUHOTO peLiernTopa rnepesaeTcsi BHyTPU KIETKN!.

CUHIPOM «HEYIPaBIsieMOii TeMOAMHAMUKI» — MTaTOJIOTMYECKOe COCTOsIHME, BO3HMKAIOIee Ha
(oHe KaTexoMaMMHIIPOOYLMPYIOIIEH OIMyXOodM HAATIOUEYHMKA ¥ XapaKTepu3yrolleecs pe3KuM
yualieHyeM TUIIePTEH3MBHbIX BbICOKOAMIUIMTYIHBIX KPU30B C YCYTyOuIsolIeiics HeKypabeabHOii
TUTIOTOHMEN B MEXKIIPUCTYITHOM TIepuoe

CucreMHasi XMMMOTeEpamnmuss — BBeIeHlMe IIperapaToB BHYTPb, IIOAKOXHO, BHYTPUBEHHO,
BHYTPUMBIILIEYHO, PACCUMTAHHOE Ha OOV ITPOTUBOOITYXOJEBbIN 3(PQeKT.

®eoxXpoMOIMTOMA - OIyX0lIb XpOoMad@UHHBIX KJIETOK CUMIIATO-aJPEHAIOBOI CUCTEMBI
HaJIMTOYEYHMKOBOI MM BHEHAATIOYEUHVKOBOW JIOKAIU3AIMM, KaK TMPAaBUIO, CEKPETUPYIOIIast
KaTeXoJTaMMHBI.


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

1. KpaTkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

Pak kopbl HaamoueuHuka (CUH.: aJdpeHOKOPTUKaIbHbI pak; AKP) — peakas 3moKauecTBeHHasi
OITyXOJIb KOPbI HAJIIOYEUHMKOB, XapaKTepu3ylolias, Kak IpaBuio, MO3OHUM CPOKOM BBbISIBJI€HMS,
arpecCUBHOCTHIO KIMHMYECKOTO TEUEHMS ¥ HeOaronpusTHbIM JiedeOHBIM ITPOTHO30M [1].

1.2 3Tnonorus 1 naToreHes 3a00/IeBaHUSA VWIM COCTOSTHUS (TPYIIIIBI
3a00/1eBaHU1 MJIM COCTOSTHUIA)

Kanmeporenes mpu AKP 00ycioBieH IpaiiBepHbBIMM MYTAaLMSIMM psiia TE€HOB ¥ aKTMBaIMeit
COOTBETCTBYIOMINX CUTHAIbHBIX TyTeil [2]. B GOMbIIMHCTBE CJydyaeB 3TU MyTalMM BO3HUKAIOT
CIIOHTAHHO B COMAaTMYeCKMX KJIeTKaxX KOpPbl HaAIIOYeYHMKA, IPUBOLS K CIIOPaJUYeCKUM CIydasiM
3aboneBanus1. Takke B ocHOBe naroreHe3a AKP MOryT jieaThb repMUHATUBHbIE MyTallUU: B 3TOM
cnydae 3aboneBaHye 6ymeT HaGMIOAATHCSI B pAMKax TOTO WIM MHOIO HaC/IeACTBEHHOTO CUMHIPOMa

3.

OmnycaHO HECKOIbKO HACAENCTBEHHBIX CMHAPOMOB, KOMIIOHEHTOM KOTOPBIX siBjsteTcst AKP (Ta6it.
1). B pamkax BceX CMHIIPOMOB OTMedYaeTCss HU3Kasl (eHOoTuUIMueckasl rmeHeTpaHTHOCTh AKP, B
CBSI3U C UeM, MPOCIeIUTh HACIeACTBEHHBIN XapaKkTep 3a60meBaHMUs] aHAMHECTUYECKY JOCTATOYHO
c1okHO [1]. CaMbIM pacOopoCTpaHeHHbIM HAC/IeCTBEHHBIM CHMHAPOMOM, BKIouawomym AKP,
SBysieTcsl cuHApoM JIn-dpaymeHu, oOHapykMBaeMblii B 60bIMHCTBe ciaydaeB AKP B meTckom
Bo3pacte - a0 80% Bcex IAlIMEeHTOB; OH TaKXe SBJSIETCS CaMOil 4YacTOoil TPUUYMHOIM
HactenctBeHHoro AKP  BO B3pocjioM Bo3pacTe — [0 5% Bcex «iydaeB 3abosieBaHMs.
PacrnipocTpaHeHHOCTb OCTaJIbHBIX CUMHAPOMOB, accouyumupoBaHHbix ¢ AKP, coctaBisier ot momeit
MpoLeHTa 10 3-4% cpeny B3pocibix nauyeHToB ¢ AKP [3].

Ta6auna 1. HacnencTrBeHHbIe CMHAPOMBI, acconuupoBaHHbie ¢ AKP [3]

CuHppom [paliBepHble reHbl PacnpocrpaHeHHOCTb cpeAn NauueHToB
c AKP

CuHpapom Jin-®paymeHun TP53 3-5% cpeaun B3poCnbIX;
50-80% cpean netew

CuHapoMm JinHua MSH2, MSH6, MLH1, PMS2 3% cpeau B3pOCnbIX
M3H 1 Tuna MEN1 1-2% cpean B3pocCsbIX
C WHBIA a TO3HbIN nonunos | APC MeHee 1%

(cuHppom FapaHepa)

Komnnekc (cuHapom) KapHu PRKAR1A MeHee 1%

CuHapom BekButa-BuaemaHa IGF2, H19 B nokyce 11p15 MeHee 1%
Heiipodmb6pomaTtos 1 Tuna NF1 meHee 1%

Tene3 cuumgpoma JIu-OpaymMeHM CBSI3aH C MHAKTUBUpYIOIIEHl MyTaiueii B reHe TP53, reHe-
CyIipeccope OIyX0leBOro pocta. CMHAPOM XapaKTepu3yeTcs pa3BUTMEM CapKOM MSTKUX TKaHeN,
paka MOJIOYHOJ Kejie3bl, HOBOOOpPa30BaHMiI TOJIOBHOTO MO3Ta, Jieiiko30B M AKP. OH Haubosee
YacTo BCTpeuaeTcsl B IOKHBIX pervoHax bpasmnny, roe 0,3% momymsiuy SIBJSIFOTCSL HOCUTEISIMU
repMuHaTUBHOI MyTaruu R337H B rene TP53.

B ocHoBe maroreHesa cuHApoma JIMHYA J€XaT TepMMHAaTUBHble MyTalM¥ B OSHOM U3 T'€HOB
cucrembl pemnapauuu OHK (MSH2, MSH6, MLHI, PMSZ2), 4TO TPUBOAUT K PasBUTUIO paka
MPOKCUMAJIBHBIX OTHEJNOB TOACTOVM Kuiiky (mo 80% cimydyaeB cuHapoma JInHya). Ilomumo
KonopekTanbHOro paka u AKP, y mainueHTOB € CMHAPOMOM JIMHYa TIOBBIIIEHBI PUCKU
3JIOKAUeCTBEHHbIX 00pa3oBaHMii PYrMX JIOKaau3aluii: paka sHpomerpus (50-71% cwryuaes
cuHapoMa JIMHYa), TOYeyHO JIOXaHKY, MOUEBOTO ITy3bIpsl, MOUETOUYHUKOB, SIMUHUKOB, XKeyaKa,
TOHKOJM KUIIKM, TTOMKETYIOYHOI JKee3bl, a TakKe MIM06IacTOM TOJIOBHOTO MO3Ta M OITyXOJIeii
CaJIbHBIX Keyie3. MoryT Hab/II0aThCsl TakKMe KOKHbIE TTPOSIBIEHMS, KaK KepaTOaKaHTOMbI U IMSTHA
BeTa «Kode ¢ MOJTOKOM».



CUHIPOM MHOXECTBEHHBIX SHAOKPMHHBIX Heorwasmuii (MDH) 1 Ttuma  o6yciaoBiIeH
repMUHATUBHBIMYM MYTalMsIMM B TeHe-Cylpeccope olryxoneBoro pocrta MENI. Haubonee
pacmpocTpaHeHHbIM  (EHOTUIIOM — aApPEeHOKOPTUKAIbHBIX TOpPaKeHWil, HaOIogaeMbIM TpU
curapoMe MOH 1 Twuma, SIBISIIOTCS ONHOCTOPOHHSISI MM [BYCTOPOHHSIS TUIIepPIUIasysi KOpPbI
HaJIMIOYEYHMKOB ¥ alleHOMbI. DTU TOpaskeHus: BcTpedawTcst y 45-55% mauyentoB ¢ MOH 1 u
MOTYT OBITb TOPMOHAbHO-aKTUBHBIMY WM HehYHKIMOHAIbHbIMU. PacripocTpaHeHHOCTh AKP B
pamkax cuuapoma MOH 1 tuna gocturaet 22%. Jpyrumu nposiBaeHUs My cuHapoma MOH 1 tuna
Haubosee YacTo SIBJISIIOTCSI TUTIePIUIA3UST UM OITYXOJM OKOJIOUIMTOBUIHBIX JKele3, TPUBOSIIMe K
IIepBMYHOMY TUIepHapaTupeosy, NaHKpeaTuyeckue HeNPOIHIOKPUHHbIE OITyXOlM, OITyXOau
rurnodusa.

AKP Takke MOXeT BBISIBISITbCSI B COCTaBe CUMHAPOMOB lapagHepa (aJeHOMAaTO3HbBIN TOJMUIIO3
Kuiku), BekBuTa-Bumemana, komruiekca Kapuu, Heiipodmbpomartos 1 Tuma. Jonst 3TuX
CMHIPOMOB B cTpyKType AKP, 10 JaHHBIM IMTepaTyphl, He IpeBbimaeT 1% [3, 4].

1.3 duuaemuosiorusi 3a6071eBaHUsI UIN COCTOSIHMSI (IPYIITbI 3a00/IeBaHUM
WIV COCTOSTHUIN)

ExxeromHoe BoIsiBieHne AKP cocrasnsiter 0,5-2 cryuass Ha 1 MMJUIMOH HacesleHUs, B CTPYKType
OHKOJIOTMYECKOi cMepTHOCTH coctasiser 0,04—-0,2%. Hanbosnbiast 3a601eBaeMOCTb HaGII0gaeTcst
B IOKHBIX perMoHax bpasmnuu, UYTO OOBSICHSIETCS BBICOKOW  PACIIPOCTPAHEHHOCTHIO
repMmuHaTUBHOM MyTaiuy R337H rena TP53.

Ha MOMEHT MOCTaHOBKM OMarHosa CpemHui Bo3pacT manyeHTa coctasisier 50-60 jeT, ogHaKo
3a60/ieBaHMe TaKKe BCTpeuaeTcsl y mereii. JKeHIIMHbI 60Jel0T vallle, COOTHOIEHMEe KeHIIUHbI/
MY>KYMHBI coctasisieT 2,5:1 [2; 5].

dnupeMuonornyeckme naHHele 1o Poccuiickoii @enepanmuyu OLEHUTh KpaiiHe 3aTPYLHUTENBHO,
TaK KaK OHKOJIOTMYeCKasi OTUeTHOCTb OTAebHO 110 AKP He popMupyeTcs, percTp OTCYTCTBYET.

AKP BrittoueH B iepeueHb ophaHHbIX 3a60eBanuit B PO [6].

1.4 Oco0GeHHOCTM KOAMPOBAaHMS 3a00/I€eBaHMS VIV COCTOHMS (TPYIIIIBI
32001eBaHUI MJIU COCTOSIHUIT) 110 MeXXAYHaAPOFHOM CTATUCTUYECKOM
KiIaccuduranuy 6o1esHei 1 NpodieM, CBI3aHHBIX CO 3J0POBbEM

C74 3710KaueCTBeHHOE HOBOOOPa30BaHMe HANIOUeYHMKA

C74.0 Kopbl HaImOYeYHYKA

C74.9 HapnoyeuHyka HEYTOUHEHHOM YacTu

1.5 Knaccudmkanys 3a60ieBaHUSI WIM COCTOSIHUSA (TPYIIIBI 3200/ IeBaHU
WIN COCTOSTHUIN)

1.5.1. MeskayHapoaHasi TMCTOJIOTMYecKas Kiaaccuuranms

CormacHO MekAyHApOIHO! TMCTOMOTMYECKoi (Kmaccudukanusi BceMupHOiT opraHusanum
3npaBooxpaHeHus (BO3), 4-e uzmaume, 2017 r.), AKP konupyetcst kKak 8370/3 (Tab6s. 2) [2].

Ta6nnna 2. Kinaceudmkamnysa BO3 omyxosieit KOpbl HAAIIOYEIHUKOB, 2017 1. [2]

AZLpPEHOKOPTUKaNbHbIN pak 8370/3

AnpeHokopTukanbHas ageHoMa 8370/0

Onyxonu CTpOMbI MOMIOBOIO TAXa 8590/1

AneHomaTomaHas onyxosnb 9054/0

Me3eHxuManbHble U CTPOMasbHbIe OMyXonun

Mwuenonunoma 8870/0



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

LLiBaHHOMa 9560/0

remMaTonnMponaHbIe OMyxonu

BTopuyHble onyxonun

Mopgonornueckne koAbl NpMBEAEHbLI B COOTBETCTBUM C MexXayHapoAHOM Kaaccugpukaymeri oHKonornyecknx 3abonesanmii (ICD-0):
/0- fobpokadyecTBeHHasi oryxoJb,

/1 = ornyxo/sib C HeyTOYHEHHbIM, MOrPaHNYHbIM MM HEOMPEAEEHHbIM 3/10KaYeCTBEHHbIM OTEHLMANoM,

/2 - carcinoma in situ nan MHTpasnUTeanabHas Heornaa3msl BbICOKOK CTerneHu 3/10Kka4ecTBeHHOCTu (grade 3),

/3 - 3/10ka4yecTBeHHasl ornyxosb.

1.5.2. CtagupoBaHue

CramupoBanne AKP mpoBopsT mo kimaccuduranumu TNM  AMepuMKaHCKOTO 0O0beIVHEHHOTO
komureta 110 paky (AJCC)/Coro3a MmexayHapoLHOro KoHTposs Hal pakoM (UICC) 8-ro nepecmotrpa
(2017 1) m mo xwnaccubukauuy EBporeiickoit paboueii TIpyNmbl MO WM3YUYEHUIO OITyXOJIei
HaamnoueuyHnkoB (ENSAT, European Network for the Study of Adrenal Tumors) [7;8].

Knmnunueckoe cragupoBanmne AKP ocymiecTsisgercss Ha NpefonepanyoHHOM 3Tare Ha OCHOBAaHUU
pes3y/bTaTOB BMU3YaIU3UPYIONIMX AMAaTHOCTUUYECKUX MeTOoI0B. [Tociie mpoBeneHns] XMPypruyeckoro
JleueHus ISl Hafjieskalnero cragupoBaHuss AKP HeoOXOOMMO TMCTOJIOIMYECKOE TTOATBEPKIAEHNME
(pTNM).

IlepBuunas omyxonb (T/pT). Kputepmit T orpaskaeT pacnpoCTPpaHEHHOCTb IEPBUYHOI
OITyXOJIN Y CONEPIKUT clIeAylouiyie rpaganumn:

Tx: [lepBUYHAsI OITyX0JIb HE MOKET ObITh OIl€HEeHa

TO: HEeT JAHHBIX O HATMYUU TTIEPBUYHON OITyXOIuU

T1: pasmep omyxomu € 5 cMm;

T2: pa3zmep omyxonu > 5 cm;

T3: o1yx0J1b JTI060TO pa3Mepa C JIOKaJIbHOI MHBa3Mell, 6e3 BOB/I€UEHNSI OKPY)KAIOIINX OPraHOB™;

T4: omyxoJib JIIOOOTO pa3mMepa C MHBas3Mii OMyXOJM B OKpY)KAWOIIMe OpraHbl W/MauM TpoMG603
HIVKHET 11071071 BeHbl (HIIB) 1/1iu TpoMO03 ITOYeUHO BEHbI.

* OKpYMaAoWUMU 0p2aHamu S6JIH0Mcs: nouka, duagpazma, Kpyntsie cocyobl, noox#eayo0ouHas xeesd,
neuems.

Pernonapusie aumdarudeckme y3iabl (N/pN). Kpurtepnit N ykasblBaeT Ha HalIuuue WU
OTCYTCTBME METACTa30B B PETMOHAPHBIX TMM(ATHUUECKUX y3/1aX

Nx: permoHapHbIe JIMM(OY3Jbl HE MOTYT OBITH OIIEHEHbI;
NO: oTCyTCTBME METACTaTUUYECKOTO ITOpaskeHMsI TMMQPOY3JI0B;
N1: MeTacTaTuueckoe mopaxeHue aumboy3ioB

PGZUOHaprLMu cuumarnmcsa JlLlM(bO}/BJlbl eéopom nouyku, napaaopmalibHsle U napaxkasajibHole.
CmopOHa nopaxceHus HaodnoueuHuKa He yuumeleaemcs.

Otpanennsie mertacrassl (M). Kpurepuit M xapakrepusyeT Hajauume WIM OTCYTCTBUE
OTJAJIEHHBIX MeTacTa30B:

MO: oTHaNeHHbIX METACTa30B OTCYTCTBYIOT
M1: oTnaneHHble MeTacTas3bl IPUCYTCTBYIOT

I'pynnnposka kputepueB TNM nis onpenenenus cragum AKP o UICC n ENSAT npencrasneHa B
tabnuie 3. Kpurepun ycranosienust craguu AKP npeHTranb! Kak ajis UICC, tak u myst ENSAT.

Tao6numa 3. CragupoBanue AKP mo TNM AJCC/UICC 8-ro nmepecmoTtpa 1 ENSAT

Craama no AJCC/UICC 8-ro Kputepun craguposaHus TNM no
nepecmotpa u ENSAT AJCC/UICC 8
ENSAT

Cragmsa 1 T1 NO MO Kak B UICC TNM 8

Cragusa 2 T2 NO MO Kak B UICC TNM 8



Craausa 3 T1/T2 N1 MO Onyxonb ¢
e MeTacTasamu B MUMdOY3/bl

e pacnpocTpaHeHWeM  WHdUAbTPaUMW  3a  npeaensbl

T3/T4 NO/N1 MO HajnoyeyHuka

e onyxonesblM TpoM6030M HIMB nnu noyeyHol BeHbl

Cragus 4 T1-4 N1-4 M1 Jltobasa onyxonb C oTAANIEHHbIMW MeTacTasammn

1.6 KnnHnuyeckass KapTuHa 3a00/1eBaHUS WIU COCTOSIHUSL (TPYIIIbI
3a00/1eBaHU MJIV COCTOSTHUIA)

AKP MOXeT ObITh TOPMOHAIbHO-aKTUBHBIM, SIBJISISICh, Yallle BCETO, IMIPUUMHOIN CYOKIMHMYECKOTO
wiu MaHudectHoro cuHApoma Unenko-Kymmura (CHK), w/uiM BUPUIBHOTO CUHAPOMA, WA
MOXKET OBbITh CJTYYaliHO BBISIBIEHHOI TOPMOHAJIbHO-HEaKTUBHO OITYXOJIbI0 HAIIIOYeYHMKA

Kmunueckue mposiBiiennst AKP B pa3HbIX BO3PACTHBIX IPYIIIIaX HECKOIBKO OTIMYAIOTCS.

V B3pOWIbIX MalVEHTOB KJIMHUYECKUe TposiBieHuss AKP BKIIOYAIOT CUMIITOMBI M306bITOYHOI
ropMoHanbHOI cekperuu (50-60%) u Hecrnenyduueckue CUMIITOMbI, CBSI3aHHbIE C POCTOM
omyxonmu (30-35%) [2;9;10]. B ocrambHbix ciaydasx (10-15%) 3aboneBaHyue OOHapysKMBAeTCs
CIy4aiiHO  NpU  TIPOBENEHUM  BU3YAIU3UDPYIOUIMX  MCUIENOBAaHUIA:  MYIbTUCHMPATbHONM
KoMmIboTepHOit Tomorpadum (MCKT) u/unm MarHMTHO-pe3oHaHCHOM Tomorpadum (MPT) n/nnn
yIbTpa3ByKoBoro ucciaenosanust (Y3U) kak munypeHTtanoma (Ta6n.4 ) [8-13].

Ta6auna 4. Knmanueckue nposisieHuss AKP y B3pOUIbIX HAlMEeHTOB [8]

MposiBneHns AKP PacnpocTtpaHeHHOCTb

ABTOHOMHas ropMoHasnbHas runepnpoayKumns 50-60%

50-80%
o MnepkopTMLM3M (CMHAPOM MueHKo-KyLinHra)

20-30%
o VNepnpoayKuus aHAPOreHOB (BUPUAU3ALNS Y XKEHLLUMH)

5%
o [MNepnpoayKLusi 3CTPOreHOB

o 2-3%
o [lepBUYHbIN rMNepanbA0CTEPOHN3M

Hecneuunduueckune npossnenuns 30-35%

WHunaeHTanoma 10-15%

Haubonmee pacrnpocTpaHeHHBIM TMIPOSIBJIEHMEM TOPMOHAIbHON TMIIEPIPOAYKLINUN  SIBIISIETCS
TMIIEPKOPTULIM3M, KakK wu30onupoBaHHbiil (30-50%), Tak M B COUeTaHMM C CUMIITOMaMu
Bupwimsauun (20-30%). Takum o6pasom, rumnepkoptunusm npocturaet 50-80% cpemu Bcex
cTydyaeB TOpMOHaIbHO-aKTUBHOTO AKP.

V3onupoBaHHasi TUNEPIPONYKLMSI aHAPOTEHOB SBJSIETCS BTOPBIM II0 PaclpOCTPaHEHHOCTU
MPOSIBJIEHMEM TOPMOHa/IbHONM akTMBHOCTM AKP (mo 20% mnanmeHTOB). 'MmepaHAporeHEeMuUs: y
SKEHIIMH MOXeT TIPMBOAUTb K DPAa3BUTUIO TUPCYTM3Ma, BUPWIM3AIMM U HAPYILIEHUIO
MEHCTPYaJIbHOTO IIUKIA. Y MYKUMH M30BITOK aHAPOTEHOB YaCTO OCTAETCSI He3aMeUeHHBIM BBULY
CKYOHOCTU CMMIITOMOB. I'mniepripogykuust sctporeHoB npu AKP BcTpeuaetcs penko (MeHee 2%),
BBI3bIBAET Y MY)XUMH pa3BUTHE TMHEKOMACTUM U aTpodum sSiudvekK, y KeHIIMH B IOCTMEHOIay3e
TIPOSIBJISIETCST MeTpopparusmu. M30bITOUHAsT CeKpelys IOJ0BbIX TOPMOHOB IIPU OGHApYKeHUU
OTYXOJIM HAZITIOUEUHVKA 0COOEHHO MOI03puTeibHa B oTHOIIeHY AKP.

Hanb6onee penkuii BapuaHT SHIOOKpuHOmatuy Ipu AKP cBSI3aH C IPOSIBJEHUSIMU IE€PBUUYHOIO
IUIlepaJbgoCTePOHNM3MAa, KOTOPbIii MaHMdeCTHpyeT BhIPpaXKeHHOM apTepuanbHOi TUIIepTeH3Mel 1
runokxaauemueii. [IopbillieHHAs! MPOLYKLVMS aabLOCTePOHA OTMEUaeTC sl HECKO/IbKO Yallle B paMKax
CMeLIaHHOV TOPMOHAJIbHOV MPOLYKLIVNA.

B 6onbuimHcTBe cirydyaeB AKP nmeeT OTHOCUTENbHO 60sbINe pa3Mepsl, B cpenHeM — 6omee 10 cm;
OITyXOJTb MOXKET YBEIMUMBATLCS M0 25 cM 1 6omee. Hecienmbuueckue cumitombl AKP, Takme Kak
nuckoMm@opTt wiu 601M, 60Mb B TOSCHUYHON U abmOMMWHANIBHONM 0OJACTSIX, OIIyIIeHue
TeperoIHEHUST  SKeJTyAKa, OOYCJIOBJIEHbBI POCTOM OITyXOJM B pasMepax M KOMIIpeccueit
MpuIeXalyx oOpraHos [14].



CMMIITOMBI, TPaIMLMOHHO acCOLMMpyeMble C OHKOJOIMUYeckuMM 3aboseBaHMeM (TIOXYIEHMe,
MIOBBILIEHHOE TIOTOOTe/IeHMe B HOUHOE BPeMsl, BbIpakeHHasl C71aboCTh, IMXOPaJKa), Kak MpaBuio,
He xapakTepHbl a1 AKP [8].

VY nmereli ropMOHa/IbHAsA akKTUBHOCTh AKP BBISIBISIETCS yalle, YeM y B3POCJIbIX, M COCTaBsgeT 87—
95% ciyuaeB 3a60yieBaHMS. BOMBIIMHCTBO OITyX0JI€ii M30JMPOBAHHO CEKPETUPYET KOPTU30T (65%)
WM aHJpPOTeHbl B KOMOWMHaIuu ¢ Koptusonom (30%). [Ipyrue BapuaHThl TOPMOHAIbHOM
AKTUMBHOCTU B IETCKOM BO3pacTe MOXKHO CUYMUTATh Ka3yUCTUUYECKMMU.



2. InarHoCTMUKa

Kpurepumn ycraHoBienus guarfosa AKP BriouaioT

1. 5ka/106b1 MaLMEeHTa;

2. JaHHbIE VHIMBUIYATbHOTO M CEMEeTHOTO aHAaMHe3a;

3. pesynbTaThl (QM3MKATLHOIO 00C/IENOBAHS,;

4. pe3y/abTaThl IaG0PATOPHbBIX, MHCTPYMEHTATbHBIX M MHBIX IMAarHOCTUYECKUX VCCIeTOBAHMIA.

IOuarHoctuka HemeracraTuyeckoro AKP ocyliecTBisieTcsi B CJydae BbISIBJIEHUSI OIyXOJU
HaamoueuHrka. C 3Toii ToukM 3peHust namarHoctuka AKP paccmaTpuBaercss B paMKax
muddepeHIIMaNbHOTO JAMarHo3a ¢ APYTMMY  OITyXOJMSIMM HAATIOYEYHMKOB, Hamuboiee YacTo
BBISIBJIIEMBIMY  CIyYaiiHO (MHUMIEeHTasoMaMu). TepMMH «MHLIMAEHTaJoMa HaJIlloueyHMKa»
SIBJISIETCSI COGMPATENbHBIM, BKIIIOUAIOIIMM PA3HOOOPA3HYI0 MO MOP(OIOTMM TIPYIITY OIyXoJei
6omee 1 cM B guameTpe, CIydaifHO BBISIBIEHHBIX TPY paAyuoormvyeckoMm obcmemoaHum [15].
BbIsiBJIEeHHOE 06pa30BaHue MOXKET

. 0Ka3aThCsl KaK TOPMOHAIbHO-HEAKTMBHBIM, TaK M aKTMBHO IIPOM3BOLUTh Pa3/IMUHbIe
TOPMOHBI;

. MCXOOUTDb M3 PA3/IMYHLIX 30H HAAIIOYEUYHMKa MJINU MMETb HECHELU/Id)I/IqHy}O OpraHHYIO
IIPUHAAJIE)KHOCTD,

° OBITh 3JIOKAUYECTBEHHBIM I ,I[O6pOKa‘IECTBeHHbIM.

JIyarHocTuKa MeCTHOPACIIPOCTPHEHHOIO MJIM MeTacTaTMUeCKOro paka Kak IIpaBuiIo He
BBI3bIBAET TPYAHOCTEH, MHOrHa IpoBOmuUTCS nudbdepeHIManbHass OMarHOCTUKA C OIYXOJSIMMU
TeYeH!, TOUKM, 3a6PIOIIMHHBIMY HEOPTaHHBIMY OITYXOJISIMM.

Ilpu AKP He6osbIIMX pasMepoB C MAaCCUBHBIM OTAAJIEHHBIM METACTaTUUECKUM IOpaskeHueM
MOXXET  BO3HMKHYTh  HeoOXoauMocTb  auddepeHIMaNbHOM  OMArHOCTMKM  C  JPYroit
3JI0KaY€eCTBEHHOII OITyXO0JIbI0 C METACTa30M B HAATIOYEUHUK (HAIIpMMep, paKa JIErkoro).

2.1 JKano6s! 1 aHaMHe3

JKamobsl IMalflMeéHTOB C TOPMOHAJIbHO-aKTMBHBIM AKP OIIpeneIsIioTCS XapaKTepoM CeKpeTOpPHOIo
CITeKTpa OITyXOJIn:

* IUIEPKOPTULIM3M: 061Iast C1aboCThb, TOTIOBHBIE 6OIM, TUCIIIIACTUYHOE OXXUPEHMe, apTepuaibHasI
TUTIEPTEH3Us, MbIIIeYHass C1aboCcTb, MaTPOHMU3M, <KJIMMAKTEPUUYECKUIT TOPOUK», SIpKUe
MUpoOKUe CcTpuu (TiepenHsisi OpIoNIHas CTeHKa, Oedpa, MOAMBIIIEUHbIe OOJACTU U T.J1.),
HapylIeHsI MEHCTPYaJIbHOTO MK/, CHVDKEHME TI0JIOBOTO BIeUeHMsl, cCaxapHblii iuaber, u 1p.;

e IUIepaHAPOreHeMMs: Y )KeHIIVH I'MPCYTU3M, HapYIIeHUsI MEHCTPYaJIbHOTO LIMKJIA, YBeJIMYeHne
KJIUTODA; TIOBBIIIEHVE SKUPHOCTM Y HEYMCTOTA KOKMU;

® TMIIePICTPOTeHeMMsSI: MIMIIOTeHIMsSI, TMHeKOMACTUSI Y MYKYMH, MeTpopparuy y >KeHIIUH B
IMOCTMEeHOTIay3e;

* TUIEepaJbIOCTEPOHN3M: apTepraabHas TUTIEPTeH3MsI, He KOPPUTHPYeMasi MHOTOKOMITOHEHTHO
Teparueii, MpIllIeYHast IaboCTh.

TopmoHanbHO-HeakTVBHbie AKP MOTYT TpOSIBASTBCS HecmenubUyecKMMM kajnobaMu Ha
IuckoMbopT/6onsiMKu B JKMBOTE WIM CIIMHE, OUIYIIEHME IeperoHeHus] B SKMBOTe, HalMuue
060beMHOTO 06pa3oBaHMs B OPIONIHOM TIOJMOCTH, OINPEAEISIEMOTO CaMOCTOSITEIbHO —TPU
OIIYTIbIBAHUY JKMBOTA.

B 10-15% Bcex cryuaeB mnaiyeHTbl ¢ AKP He mpeabsaBisioT )ano6, B atom ciydae AKP nmepBuuHO
BBISIBJISIETCSI KaK MHUIMIEHTAI0Ma.

2.2 ®usukajbHOE 00CIeoBaHue



IlposiBnenuss  AKP, BbisiBisiemMble Tpu  (GU3UKAIBHOM  OOCIENOBAaHUM  OTpPENeNsIOTCS
CUMIITOMATUKOM TOPMOHAIBHOM Trumepnpomykuu (cM. paspgenst 1.6 u 2.1). Omyxomb 60bIInX
pa3MepoB MOKeT ObITh OOHapykeHa IaJblIaTOPHO. BO3MOXHO AMArHOCTMPOBAHME JIUXOPAIKU
BCJIE[ICTBME COIIYTCTBYIOLEr0o HeKpo3a B Omyxonu. KimHudeckue MOpOSIBIIeHMSI MOTYT MMETh
meTtacta3bl AKP B meueHb, Jierkue, KOCTH.

2.3 JlaGopaTOpHbIe JUATHOCTUUYECKME UCCTeTOBaAHUS

e 2.3.1. PekoMeHAyeTCs BCeM IMalMeHTaM IPU BbISIBJIEHMM OITyXOJIM HaJIOYeuHMKa pa3sMepom
Gomee 1 cmM B IMepByl ouepenb JabopaTOpHbIE WCCIEOOBAaHMS MJIsI MCKIIOUEHUST WU
MOATBEPKAEHUST TOPMOHAIbHOIV aKTUMBHOCTM OOGPa30BaHMSI, KOTOpas MOXET TIPOSIBIISThCS
rumnepKaTexojaMuHeMMein, AKTT-He3aBUCUMbBIM TUNIePKOPTULIUZMOM, epPBUYHBIM
rUIepaabgocTepoHn3mMom [13, 17].

VpoBeHb yOeAUTENbHOCTY pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH OKA3aTelIbCTB — 5

KommenTapuii. [To daHHbIM CB800HOLI aymoncutiHoti cmamucmuku, pachpocmpaHeHHoOCmy Cy4aiiHo
8bISABNIEHHBIX ONYX0JIell HadnoueuHuKa cocmassem 6 cpeonem — 6%. Io dannsim MCKT, “cnyuativeie”
06pazosaHuss HA0NOUeUHUKA 8bls8H0MCs npubausumensto y 4% obcnedosarHsix nayuermos [16]. B
6o03pacme 0o 30 nem uHyudeHmanoma eécmpeyaemcs: npubnauzumenso y 0,2% 06cnedo8aHHslx, HO 6
2pynne nayueHmos cmapue 70 1em uacmoma go3pacmaem 00 7%.

Ilpedcmasnenuss o uacmome 8ovisisneHuss AKP npu uHyudeHmanomax nepecmompeHa 6 C8s3u ¢
pacuiuperuem KAuHuueckoli 6asvl uccnedogaHuii u mpeb6o8aHusMu K xapakmepy u Ou3atiHy
anudemuonozuueckux uccnedoganuti. Tax, no danueim W.F. Young u coaem. [17], uacmoma AKP
oyeHusanace uyme Oonee 4%. Io30Hee, mexckauHuueckuii ananus [13] 6onwbuiozo uucia nayueHmos
npodemoHcmpuposan pacnpocmparveHHocms AKP cpedu uHyudenmanom He 6osee 1,9%.

e 2.3.2. MUccnegoBaHMe TOPMOHAQJIBHOM  AKTMBHOCTM  OMYyXOJM  HAAIOYEYHMKA CTPOTO
pernaMeHTUPOBAHO M PeKOMEHIYEeTCSl YUMTBIBATb €r0 Pe3yabTaThl sl KaKA0ro NaluueHTa Ipu
IJIAHUPOBAHMUM  TIPEIOTIEPAIIMOHHONM  TOATOTOBKM, OOBeMa orepanuu, IOCIeAyINero
HabmoneHus [13, 24].

VpoBeHb y0eAUTEeNBHOCTY pekoMeHaanmii — C, ypoBeHb JOCTOBEPHOCTH SOKA3aTEIbCTB — 5

KommenTapuii. Omcymcmeue 006X KAUHUYECKUX NPOAGAEHUll U MAHUMEeCmHbX NPUHAKOS
20PMOHANBLHOU AKMUBHOCMU ABJIAEMCA, K CONANEHUI0, HeOOCMAMOUHO U38eCMHOL, HO 0080JIbHO
pacnpocmpaHenHoll “n108ywKoil”.

B ces3u ¢ ysenuuusarouwelica pacnpocmpaHeHHOCMosl0 U O00CMYNHOCMbI0 Memodos MmonuuecKkol
JuazHOCMUKU, HauuHas ¢ 08yx nocnedHux dekad Npowiozo0 6eKd, ommeuaemcs ygeauueHue 4ucid
UHYUudeHmanom HaonoueuHuka. Omo, 6 C801 ouepedsb, Npuseso K yseauueHur Y0eabHoz0 8ecd
KJUHUYECKU «HeMblX» heoxpomoyumom/napazavenuom (OXLI/IIT) ¢ 10 do 40-45%. Ilpu cayuatino
8bls18JIEHHbIX onyxonax uacmoma ecmpeuaemocmu DXI/IIT oyeHusaemcss 8 5-6%, npu amom
KAUHUYecKU “Hemble” (GopMbl cocmasasiom nodasasiouiee OOJBUUHCMEO. JlocmamouHo udacmo
ablassiemcss  (heHoMeH — CyOKNUHUUECK020 —eunepkopmuyusma — 8-12% HabnodeHuti cpedu
uHyudenmanom [18, 19].

HHoz0a ecmpeuaemcs o0pamuas cumyayusi: ApKas KIUHUYECKds KapmuHa 2unepnpooykyuu
onpedesieHH020 20pMOHA HAYeAUBaem 8paud Ha “ouesudHslii” dudzHo3, Ka3aiocey Obl, He MmpeGyoujull
muwamensHoli 20PMOHANLHOL duazHocmuku. 3auacmyr, mopgoiozudecku ONnyxois uUMeem UHYH
npupody, omauuHyto om “ouesudHozo” duazvosa. Tax, 8 umepamype HeOOHOKpAmMHo onucamsl OXLI/
IIT, nposensowuecs He MOJLKO 2unepkamexoidaMuHemMueli, HO U IKMONUPOBAHHOU npodykyueti
KOpMUKOMPONUHA, NPOsI8sI0Ue20Cs «00NbWUMU» NPUSHAKAMU 2unepkopmuyusma [20-22].

OnucaHsl npomexawuwjue ¢ Kaaccuueckumu zunepmeH3usHsimu kpusamu <«@DXL[/TII», komopvle
0KA3bI8AOMCS 20PMOHANBHO-HEAKMUBHBIMU AOEHOMAMU KOPbl HAONOUEUHUKA, UL, UMO 20pa300 Xyxce
— AKP [23].

e 2.3.3.1 PekomeHayeTCsI BCEM MallieHTaM C BbISIBJIEHHON OIyXO0JIbI0 HaAlIOUeUHMKa MPOBOIUTD
MCCeOBaHMe YPOBHS 06IIero KOpPTU30Ja B KPOBUpPAaHHME YTpeHHMe uachl Ha (oHe
TO/IaBJISIIONIEro TecTa ¢ 1 Mr iekcaMeTasoHa C 11e/blo BepuduKrauyuy rumnepkoptumsma [19, 24,
27]. HemoolieHKa HaIMUMSI TUTTIEPKOPTULIM3MA (MAaHMGECTHOTO WM CYGKIMHMYECKOTO) CBSI3aHa



C BBICOKMM PUCKOM pPa3BUTUA OCTpOI;'I HaAIIOYeYHUKOBO HegoCTaTOYHOCTHU B
IIoCjieoriepaiMOHHOM Imepuoae.

VpoBeHb y0eaUTEeNBbHOCTY pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5

e 2.3.3.2. IIpu oTcyTcTBUM (DU3MOJIOTMUECKOTO TIOJaBleHUs] YPOBHSI KOPTM30Jia B KauecTBe
MOATBEPXKAAIOIIer0  TecTa  PeKOMEeHJAYyeTCs  MCIIONb30BaTh  MCCIENOBaHME  YPOBHS
aJIpeHOKOPTUKOTPOITHOTO ropMoHa B KpoBu (AKTT) B yrpeHHMe yacsl [13, 17, 24].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanyii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTe/IbCTB — 5

Kommenrapuit. [TayueHmst ¢ uHYyudeHmManomoli HaonoueuHuxka pedko UMelom pa3eepHymyrn
KJUHUYECKYI0 KApMUuHy 2unepkopmuyusmd, 00HAKO OUOXUMUYEcKUe NPU3HAKU 2Uunepkopmuyusma
ommeuarwomcsi npumepHo 'y 8 — 12 % nayuenmos [24].

Y 30oposuix nuy HazHaueHue cynpagusuonozudeckoli 003vl 2N0KOKOPMUKOUdo8 hposiessemcs
nodasnevuem AKTI u cunme3da kopmu3ona. Ilpu Ha3HaueHuu HU3KUX 003 CUHMEMUYECKO20
2/1I0KOKOpmukouda dekcamemasoHa nNpu cuHopome 3HO02eHH020 2unepkopmuyusma Jo6020 zeHe3d
2mozo0 nodasneHust He npoucxodum [25]. HouHoli mecm docmamoyHO NpPocm U 6blNOJHUM 8
amOyamopHelx ycnosusix: 1 me dekcamemasoHa npuHumaemcs: mexcoy 23 u 24 wacamu, Kopmu3oin
usmepsiemcs 8 Kpoeu, 83smoti cnedyowum ympom mexcoy 8 u 9 uacamu. bonee evicokue do3wi (1,5 unu
2 M2) He yayywarom mouHocms mecma [26].

B kauecmae duazHocmuueckozo Kpumepusl ¢ 8bICOKOL 0mpuyamensbHoti npozHo3upyrouweti eHHOCMbIo 8
OMHOWeEHUU CYOKAUHUYECK020 2UNepKOPMUYU3IMA NPeONoHeHo cuumams nooaesieHue ympeHHezo
Kopmu3osa mexee 50 HMOJb/J1 (uyscmeumesibHocme 6osiee 95%) [24-26)].

Ipu unyudeHmanomax HaonoueuHuUKo8 onpedesieHue CymouHozo Kopmu3oJia mouu o6nadaem meHovulell
4ygCcmeumenbHOCMbl0 8 CpagHeHUU ¢ 0eKCamemasoHO8bIM MecmomM U HOUHBIM CblBOPOMOUHBIM
kopmu3sonom [27, 28]. OdHako cneyuguuHocms nodasnsoujezo mecma npu yposHe cut-off mexee 50
HMmono/n He npesviwaem 80%. [Ins yMeHwvWeHUsT YUCAA JIOXHONOJIOXUMENbHBIX Pe3ylbmamos 6
Kauecmee gepuuyupyioujezo mecma ucnosv3yemcsi onpedesieHue 8 ympeHuue uacsl yposHs AKTI.
IodasnerHwili yposeHs AKTI nodmeepicdaem Oduazno3 cuHopoma Huenko-KyuwiuHea y nayueHmos c
onyxonsmu HaonoueuHuxos [28]. Mameperue AKTI He si8/1s5emcst Memodom nepeuuHoli duazHocmuku,
O0OHAKO ~ MOMem  CAYyHMums noomeepuoarnujum NpusHakom  CyOKIUHUYECKUX  NposieneHull
2unepKopmuyu3Ma 6 3moti zpynne nayueHmos.

Bo3HuKkHOBeHUe nocneonepayuoHHoll ocmpoll HadnoueuHuKo8oll HedocmamouHocmu  S6Ji1emcs
OCHOBHOLI NpUuUHOLL, U3-3a KOMOpPOLl JudzHOCMUKA CYOKIUHUYECKO20 2UnepKopmuyu3mMa sensemcs
cmpozo  obsizamenvHoll.  KnuHuueckue — nposiesieHuss — A6as0mcs  Hecheyuduueckumu — Ons
n0C/1e0NepayuoHHo20 Nepuooa U Yacmo MuMUKpupylom nod opyeue OCnoxcHeHust (KposomeueHue,
UHMOKCUKayus, ocmpelii uHpapkm muoxapda u m.d.): omcymcmeue annemuma, c1abocme, mowHomd,
YMepeHHass 2unomoHusl, e30ymue Hueomd, 6euepHue 2eKmuueckue noosemsl Mmemnepamypol.
HeceoespemeHHO pacno3HaHHsle U He KynuposaHHsle, 3mu KAUHUUECKUe NPosieIeHuUs Mo2ym npugecmu
K pamanvromy ucxody [29].

Onyxonb Kopsl HAONOUEUHUKA, A8MOHOMHO NPOCYYUPYIOWAst KOPMu3oJi, 16/1s1emcsk npuuuHoli ampoguu
Kopbl KOHmMpnamepansHozo Haonoueunuka. Ecnu npu mauupecmnom cundpome Huyenko-KywiuHza
MOJHO OYeHUmMs NPOOOTHCUMENbHOCME 2UNepKoOpmMUyu3Ma no 0asHoCmu KJAUHUYECKUX NposéleHuUt,
mo npu cyOKauHuueckux Qopmax e20 OIUMenbHOCMs HeuzeéecmHud. IIpu OnumensHOM meueHuu
2UNEepPKOPMUYUIMA BO3MONHA Heobpamumas ampogus Kopsl, mpebdyowas OnumensHol, eciu He
noxcusHeHHotl, 3amecmumensHoti mepanuu [30].

e 2.3.4 PekoMeHayeTCs BCeM IalMEeHTaM C BBISIBJIEHHON OITyXOJIbI0 HAaAIIOUEYHMKA [IPOBOAUTH
MccaeIOBaHue YPOBHe MeTaHeppuHa M HopMeTaHedpMHA B KPOBU WIM B CYTOUHON TOPLIUY
MouM ¢ uenbio Bepudukauyy OXI/IIT [13, 31, 32, 33]. HemooljeHka Haauuusl KaTexoaaMUH-
CeKpeTUPYIOLIeli OMyXOMM CBSI3aHa C BBICOKMM PUCKOM I€PUOINEPALMIOHHOIO DPa3BUTUS
BBICOKOAMIUIMTYJHBIX TUIIEPTEH3UBHbIX KPMU30B, OTeKa JIeTKuX, QaTalabHBIX apUTMUIL,
CUHIpOMA “HeyIpaB/IsSeMOoii FeMOAMHAMUKIA” ¥ BHE3aITHOI CepI,eyHoi CMepTH.
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Kommenmapuii. [axce ecnu kauHuueckoe meuerue XL/ 6bi10 “GeccuMnmMoMHbIM”, 8bICOKULL
YPOBeHb UUPKYJIUPYIOWUX KAMeXoJaMUHO8 80 8pems onepayuu npusooum K 2unepmeH3usHbiM
Kpu3am, apummusm, cuHopomy “neynpaensemoii zemodunamuu” [30]. ITo0 nocnedHum nousmuem



nodpasymesaemcsi  pe3koe  yudauleHue — 2UNEPMeH3UBHbIX  BbICOKOAMNAUMYOHbIX — KPU308  C
ycyeyonstouetica HekypabeabHOll 2unomoHuet 8 MEXNPUCIMYNHOM nepuode.

K cepve3Hbim neuebHbIM owudKam npugooum HedooyeHKda 2uno80aemMutecko20 CUHOpoma y nayueHnos
¢ OXII/IIT. TIpu cHuxceHuu 06semMa yupkyaupyroujeti H#UoKoCmu U 8blpaxceHHOl 8a30KOHCMPUKUUL,
onpedensiemoe Ha nepugepuu Al 6ydem 3HaUUMeNbHO HUMice, HeM Npu Hopmosonemuu. Omcymcmeue
8bICOK020 apmepuanbHozo dasieHust Ha nepugepuu conposoxdaemcs zunepmeH3ueli 8 YeHMpPAaabHbIX
cocydax [31].

C Opyeoli cmopoHbl, OnumenvHoe 0OeccCUMNMOMHOe meueHue Moxcem Obimb  00BSACHEHO
BHYMPUONYXONEBbLIM —~ MEMUNUPOBAHUEM  AKMUBHBIX  (pakyulli  KamexoiamuHo8  ONYXOJe8blM
epmernmom kamexonamut-0O-memun-mparcgepasoti (KOMT). O0Hako, uHmpaonepayuoHHo, npu
MexaHuueckomM OdasejieHuu Ha Onyxonv (npu nHeeMonepumoHeyme, MAHUNYAAYUSLX) UIU Npu
papmaxonozuueckoli nposoKayuu UHMPAoONepayuoHHblli B8bI6POC AKMUBHBIX (Ppakyuti Moxem
obycnasauseams Oebromuyro cumnmomamuxy OXL/III. B cesa3u ¢ 3mum 8ceM nauueHmam ¢
6uoxumuuecku noomeepicoeHtoti OXL/III Heobx00umo nposodums npedonepayuoHHyr noodz0mosxy,
Yenvto Komopoti s6nsemcs. Hueenuposaue 6030elicmeus YUupKyIupyrowux KamexoiamuHos Ha
adpeHopeyenmopul [32-34].

e 2.3.5 PexoMeHAyeTcsI BCeM TAlMEHTaM C OIMyXOJbl0 HAATIOYEUHNKA I[IPU HATUYUU
apTepuasibHOM TUIIePTeH3UM [POBOLUTH OIlpefeleHne COOTHOLIeHUSI MEXIy YpPOBHEM
QJIbIOCTEPOHA ¥ AaKTMBHOCTBIO pEHMHA IUIa3Mbl KPOBM IS MCKJIIOYEHUS IePBUYHOTO
runepanbgocTepoHnsMma 36, 37].
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KommenTapuii. H3o1uposaHHas aemoHoMHas —2unepnpodykyus —ansdocmepoHa npu AKP
ecmpeuaemcs KpatiHe pedko. Anb0ocmepoH-npooyyupyouwjue onyxonu Mopponozuiecku 8s1en10m Kax
cgemiioKiemouHble adeHoMbl Hebobiux pasmepos [16]. Tecmom nepeuuHoli duazHoCmMuKu 6semcs
OUeHKa anb0oCmepoH-peHUH08020 coomHuouweHue (APC). IIpu nodo3peHuu HA NepeuuHslii
eunepanvdocmeporusm (IITA) no pesynsmamam APC, Heo6xo0umo nposedeHue 00HO20 U3
noomeepxcdaroujux memodos. Anzopumm o6cnedosarus npu III'A no0po6HO U3/10i#eH 8 KAUHUUECKUX
pexkomeHdayusx no duazHocmuke u geyeHuio OaHHol Ho3onozuu [35, 36].

e 2.3.6 PekOMeHIyeTCsI BCEM IIalli€HTaM C OIYXOJbI0 HAATIOUEYHUKA MPU KIMHUYECKOM
MOJO3PEHNM HA M30JMPOBAHHYIO WM COYETAHHYIO C TUIEPKOPTUIIM3MOM OITyXOJEBYIO
TUTEePIIPOAYKIIMIO TTOJIOBBIX TOPMOHOB TTPOBOIMUTh KOMILJIEKCHOE OTpeeNeHe KOHIIeHTpalun
CTEpOUIHbIX T[OPMOHOB B  KDOBU: IeruaposMMaHapocTepoHa  cyibdata, 17-
TUIPOKCUTIPOTECTEPOHA, AaHAPOCTEHAVOHA, O0OIIero TecTocTepoHa (Y DJKEHIMH), O0OIIero
acTpaguona (y My>KUMH U KeHIIMH B MeHoray3e), 11- 1e30KCMKOPTUKOCTEPOHA [8;]
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KommenTapuii. CmepoudHstii npoguis nayueHma ¢ onyxonsio HA0NoueuHUKa Moxem yKasvléams Ha
3710KauecmeeHHyio npupody o6paszosarus. CouemanHas asmMoHOMHAs 2unepnpooyKyust aHopozeHos8 u
Kopmu3ona y nayueHmos 060ez0 noua, cexpeyus npeoulecmeeHHUKo8 cmepoudos wiu acmpaduona y
MYMHCUUH 2080psIM 8 NOb3Y 8bICOK08EPOSIMHO020 duazHo3a AKP [129].

Hanpomus, ymepeHHO 8blpajyeHHbll, OnumenvHolli eupcymusm Ha (QoHe eunepaHopozeHemuu y
JHCEHWUH 6oJiee 8epOSMHO 00YCN08/1eH CUHOPOMOM NOJIUKUCMO3HBIX AUUHUKO8 UJU HEKJIACCUUEeCKOll
(opmoti 8poxcdeHHoll ducyHkyuu Kopusl Haonoueurukos [130].

24 I/IHCTpYMeHTa.TII)Hl)Ie JAMArHOCTUYECKME UCCIeaJ0BaHUs

e 2.4.1. PekoMmeHayeTCs BCeM IalM€HTaM C OIyXOJIbI0 HAJANOYEUYHMKA [OJs1 AUAarHOCTUKU
37I0KaUeCTBEHHOTO MOoTeHana OITyXOJIN MPOBECTU OIIeHKY KOTMYEeCTBEHHBIX
IEeHCUTOMETPUYECKMX TIIoKasareneit Inpu TpexdasHoii KT opraHoB OpIOIIHOI IIOJIOCTHA C
KOHTpacTHbIM ycwieHuem (KY) 1puM  OTCYyTCTBMM aOCOMIOTHBIX TMPOTMBOIIOKA3aHMIA K
nposenenuto KT:

0 IIJIOTHOCTb TKAHEBOTI'O0 KOMITOHEHTA 10 KOHTpacTUPOBaHMs (HATUBHAs);

© IUIOTHOCTD B TKAHEBYIO (ha3y KOHTPACTHPOBaHMS (apTepuabHas U BeHO3Has (asbl);

© IUIOTHOCTh B OTCPOYEHHYIO (4epe3 10 MuH. Tmocae BBeHeHMsI KOHTpacrta) dasy
KOHTpacTupoBaHusi (pa3a BLIMbIBAHMS).



. [5,8,13,75,84].
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KommeHnTapwmii. IIpu nonyuenuu esicokoniomusix KT-3Hauenuil 6 HamugHyw ¢asy, 3adepmKu
KOHmMpacma 6 omcpoueHHoll (pase — 3710KAUeCMBEHHbIl NOMeHYUan OnyxXoau O0JHeH OYeHU8ambCsl,
Kak evlcokuti. OCHOBHbIM Kpumepuem npu (GopmuposaHuu nokasamuili K onepayuu 0onzoe epems
AGJISIC. pa3mep HO8000pA308aHUs, UMO NPUBOOUNI0, C OO0HOU CMOPOHBL, K OONLWOMY UUCLY
HeoO0CHOBAHHbBIX 8Meulamenscme npu onyxonsx 6onee 3-4 cm, ¢ dpyzoii cmopoHsl — K HedooyeHke
3710KayecmeeHH020 NomeHyuala 06pa3o0eanuli Mauozo pasmepa npu Memacmamuyeckux NOPaxeHusIx
u AKP. IIpu usyyeHuu umanvsiHckozo pezucmpa [37, 38] nuwv 25% onyxoneli HadnoueuHukos 6osiee 4
CM 0Ka3anucy 3noxkavyecmeedHsimu. OOHOBPEeMEHHO agmopsl npueeau 0aHHble, Umo cpedu NayueHmos ¢
AKP onyxonu meHee 6 cm cocmasasiniu oxkono 10% HabnrodeHuti; ¢ dpyzoli cmopoHsl, cpedu 8cex
onyxoneli HaonoueuHuxka Gonee 6 cm 8 duamempe AKP cocmasun monsko 20% (!). B 6onee no30Hux
uccnedo8anusix, npu 6eedeHul O0eHCUMOMempuyecKux Kpumepueg 3/10Ka4yecnmeeHHOCmU OnyXoJu,
y0ai0Cy 0NMUMUUPOBAMb NOKA3AHUS K 0NepamueHOMy JIeUeHUI) He MOJIbKO HA 0CHOBAHUU pa3mepos
onyxonu. B Hacmoswjuli MoMeHmM O0CHO8HOe 8HUMAaHue 6 duazHocmuke AKP CKOHYeHmMpupo8aHo Ha
KonuuecmeeHHslx nokazamensix mpexgasvoti KT.

KT-cemuomuxa uHyudeHmasniom HaonoueuHuKa oyeHusaemcs 8 pe3yapmarme onpedeaeHus nJaomHocmu
HUPOBBIX U HEXCUPOBBIX CMPYKMYP 6 HEKOHMPACmHyl @asy (kuposvle cmpykmypsl umeom
NOHUMNEHHYI NI0MHOCMY). Bozamete nunudamu mranu xapakmepHst 0711 006pOKaA4eCmMEeHHbIX A0eHOM
Kopsl HaonoueyHuxa. OOHako oxono 25% 0obpoxauecmeeHHblx AJEHOM MO2ym He UMems HU3KOLL
«HeKkoHmpacmHotl» niomuocmu. Ilpu uccnedosaruu KT-naomHocmu Ha pasHelx ¢asax evieedeHus
KOHmMpacma noyyueHs daHHole, 4mo adeHOMbl KOpbl HAONOUEUHUKA OblCMPO CHUMANM noxkazamenu
naomuocmu (uepe3 10 MuH. nocne 8gedeHus KOHmMpacma, m.H. nokasamens “wash-out”, 6osee uem Ha
50%), 8 mo epems kak Opyzue 00paA308aHusi HAONOUEUHUKO8 UMEWM MeHOeHyuio K 3adepicke
KOHMpacmHozo eeujecmed. M3mepeHue 3mozo nokasamens umeem OAU3KYI0 K aOCOJIIOMHbIM
3HAUeHUsIM OuazHOCMuU4ecKyw UYeHHOCmb hpu oJuggepeHyuaivHom OduazHoze adeHom ¢ O00HOI
cmopoHsl, om OXL/IIT, AKP u memacmamuuecKkoti KapyuHomsl ¢ Opy2oli.

Huskasa (menee 10—-15 HU) HamueHas naomHocms mxaHegozo komnovenma npu KT unu Gsicmpoe
CHUJMEHUEe UHMEHCUBHOCMU CUZHALd Nocie BHYMPUBEHH020 KOHMpPAcmuposavus abCcoomHo
HexapakmepHsl 0ns AKP, memacmaszoe u OXLY/II. HupgepeHyuanshetli duazno3z ¢ OXI/TIT
ocyujecmesiemcs Ha 0CHO8AHUU OUOXUMUUECKO20 UCCNed08aHUs HopMemaHeppuHa u MmemaHeppuHa.

MPT u Y3H o6nadaiom 8b.COKOU Uy8CMBUMeIbHOCMbIO 8 8bls18IEHUU 0NYX0Jlell HAONOUeUHUK08, 0OHAKO
cneyuguuHocms Memodo8 3HAUUMENLHO HUMNE 8 C8A3U C OMCYMCMBUeM UYemKux KONUueCcrmeeHHbIX
deHcumomempuueckux nokasameieti.

JlononHumensHoM cywjecmeeHHsim npeumywecmeom KT a6/155emcsi 603MOMCHOCD OUEHKU Kpumepus
NJIOMHOCIMU 0NYXOU 8 (hasy evimbleanus (wash-out).

Memacmamuueckoe nopaceHue O0JHCHO OblMb UCKII0UEHO/N0OMBEPHOeHO 8 nepaylo ouepeds Y
nayueHmos ¢ aHamHe30M OHKOJI02u4ecK020 3abosnesanus. Takice, 8eposMHOCMb Memacmamu4eckozo
nopay@eeHust paccmampueaemcs npu 08YyCMOpoOHHeM NOpajeHuu HaonoueuHuKos, 0COOEHHO npu
omcymcmeuu s6JeHull 20pMoHaNbHOL akmusHocmu, npu Haauuuu KT-npu3Haxos, xapakmepHsix ons
memacmasos. IlayueHmst ¢ NOOOOHBIMU NOPAXCEHUAMU OONHCHBI NPOXOOUMb  OHKOJI02UUECKOE
obcnedosarue 0711 UCKIIOUEHUsT pACNPOCMPAHEHHO20 ONYX0/1e8020 npoyecca (8 nepayio ouepeds paxa
J1e2K020, HenyoKa, Ko0PeKmanbHoz0 paka,).

e 2.4.2. PekoMmeHAayeTcs NalyieHTaM C IMOA03PeHMeM Ha ONYyXOJb HaJIIOYeUYHMKa U HaaudueM
npotuBonokaszauuii K BeinosHeHu0 KT ¢ koHTpacTHbIM ycuieHueM nposBect MPT opraHos
6protrHoit monocty (OBIT) 1 3a6PIOMIMHHOTO IIPOCTPAHCTBA B paMKax MePBUYHOI JMarHOCTUKYU
[5,8]-
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Kommenrapuit. MPT o61adaem 6bICOKOLUl  Uy8CMBUMENbHOCMBI0 8  Bbld6JeHUU  OnyxoJell
HaonoueuHuKo8 OUeHKU pacnpocmpaHeHHOCmu npoyecca, 8 mMoM 4UCIe NOPAXMeHUs CMEMCHbIX
cmpykmyp. OO0Hako cheyuguuHocms memodos 3HauumesnvHo Huxe KT 6 c8s3u ¢ omcymcmeuem
uemKux KoJiuuecmseHHolx deHcumomempuueckux noxazamereti [9].



e 2.4.3. PeKOMeHIyeTCs TMalieHTaM C OITyXOJIbI0 HaATIOUeUHMKA HeOObIIOro pasmepa (1o 4 cm)
BBIMIOJIHUTh ~TIO3UTPOHHYI0 SMUCCUOHHYI0 ToMmorpaduio ¢  18-hTOpAe30KCUTTIOKO30i,
COBMEILIEHHYI0 C KOMIIbIoTepHOii Tomorpadmeii (FB®AT-TIST/KT), mns  BepubMKaLum
3JI0KQUeCTBEHHOIO TIIOTeHIMana. Beicokasi meTabomuueckass akTMBHOCTb (SUV Gomee 3)
SBJIIeTCS KpUTepueM, IO3BOMSIOUIMM C BBICOKOM CTEIleHbK) BepOSITHOCTM IIpenrosaraTb
3JI0Ka4eCTBEHHYIO IpUpoay omyxonu [40-43].
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KommenTrapuii. B ciyuae nodosperus Ha AKP unu memacmasst npu KT-naomHbsix 00pazoeaqusix
Manozo pasmepa (Hanpumep, 0o 4 cm) nokasano nposedenue SDAT-IIIT/KT, mak kak memod
noseossiem onpedenums MemaboIuUueckyl akmueHocms obpaszoeanus. Ecau onpedensemoiti 18dT-
II2T/KT HaxonumenvHoili kpumeputi SUV (standartised uptake value) 6onee 3, mo 6epossmHOCMb
3J10KauecmeeHH020 nopaxceHus npesviutaem 80% [39-43].

2.4.4. PeROMEHAyeTCsI TalVeHTaM C BBICOKOBEDOSITHBIM WMJIM KIMHUYECKM YCTaHOBJIEHHBIM
guarHo3oM AKP BBINOTHUTb CIMPaATbHYI0O KOMIIBIOTEDHYIO TOMOrpadus Jerkux [Jjsi OLLeHKY
BO3MOXKHOTO MeTacTaTUUeCcKoro nmopaxenus [5,8,13].
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KommenTapwuit. ITocKoibKy 8b100p ONMUMAIbHOL JleueOHOl Mmakmuku U, 8 4acmHocmu, 60npocol
Xupypauueckozo JieueHus, onpedensiomcs cmaodueli 3a6one8aHus, Heo6X00UMO AOeK8AMHO OUeHUMb
pacnpocmpaxeHHocms onyxoneeozo npoyecca. KT OIK, OFBII, 3a6prowuHH020 npocmpaHcmea u
manozo masa ¢ KY nosgosnsem 6vis8ums nooasnsioujee 00JbUUHCINGO Memacmamu4eckux J0Kayuti,
KOmopole uauie 8cez0 8KAUANM Jie2KUe U NeUeHs.

Jna memacmasoe OpowHOL noiocmu ecme npeumyujecmsea u Hedocmamiku npu UCNO0JIb308aHUU KAK
KT, max u MPT, Ho dns epyoHoii nonocmu KT ¢ KY siensemca nhpednoumumensHsiM Memodom, mak Kax
OHa npesocxodum ece dpyzue Memoosl 8 00HAPYHEHUU NYIbMOHAILHBIX MEMACA308 MAJbIX PA3MEPO8

[9].

e 2.4.5. PeKOMeHIyeTcA IallMeHTaM C BBICOKOBEPOSTHBIM WIM KIMHUYECKU W/WIU
maToMopdosornuecky  BepudUIMpOBaHHbBIM  AuarHo3om AKP ¥ momo3peHneM Ha
MeTacTaTUYecKoe IOpakeHye KOCTeli CKeleTa BBIOJIHUTb CUMHTUrPaduio KOCTeli BCero Tesa
win BOOT-TIDT/KT s YTOUHEHMS HaJIU4MsI/OTCYTCTBUSI KOCTHBIX METAacTa3oB, a Takke
npoBect MPT rosoBHOro mMo3sra Jjisi UCK/IHOYeHMSI MeTacTaTU4YeCKOro MopaskeHusI TOJI0BHOTO
MO3Ta [PY HaJIMIMK KIVMHUYeCKM 060CHOBaHHBIX 1TO03peHui [5,8,13].
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KommeHTapuit. HM301uposartsle memacmassl 6 KOCmu U 20JI08HOU MO032 S6JIAH0Mcsl pedKumu
cobbimusimu npu AKP 6e3 memacmamuueckux nopaxceHuil opyeux jsoxanusayuii. JJononHumensHas
su3yanu3ayus, (oKycupyrowascs Ha 3mux yuacmkax, onpasdama moJibko moeda, kozda umeemcs
000CHOBAHHOE KIUHUYECKOE NO003PeHUEe UIU BbIS6JIEHbl 8MOPUUHbIE 0UAU UHbIX JOKAAU3AYUL.
Cnedyem ommemumsp, 00HAKO, UIMO 3MOmM 80NPOC 8 HACMOsAUlee 8peMsi U3yueH HedOCMAamouHo U
mpe0byemcst npogedeHust danvHeliwux ucciedosauuti [9].

e 2.4.6. BbIloNHEHMe ITYHKIVOHHOM OMOIICHM OITyXOJdM HAAIIOUYeuHMKa MOeT ObITh
PEKOMEH[IOBAaHO TOJNBKO IpM OOOCHOBAHHOM TIOJO3PEHMM HAa €ero MeTacTaTu4ecKkoe
(BTOpMYHOE) TIOpakeHMEe WM B CIydyae HeorepabelbHOrO MeTacTaTUUeCKOTO OITyXOJIeBOTO
Ipolecca mepes, HauajaioM JIeKapCTBEHHO IIPOTUBOOITYX0JIeBO Tepanuy. B ocTalbHbIX CIydasx
BBITIOJIHEHNME  TYHKIMOHHOM  OMONCMM  ONYyXOAM  HA[MOYEUYHMKA KaTEeropuuyecku He
pekoMeHayercs. [8,13,122].
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Kommenrapwuit. B dupdeperyuansHom OJuazHo3e opzaHocneyu@uuHslx onyxoJieti HaonoueuHuxa
NYHKUUOHHAsS Ouoncus He umeem OOKA3AHHbIX NPEUMyuwecmes, accoyuupyemcs ¢ HU3Kol
Uy8CmMeumenbHOCMbio, CneyupuUUHOCMbI0 A Makx#e ¢ BepoSMHOCINGIO OC/IOHCHEHUT, 8 oM uucje
Memacmamuueckozo hpozpeccuposausi. TomanvHoe 8bINOJIHEHUE NYHKYUOHHOU Ouoncuu onyxoJet
HAONOYEUHUKO8 He  NPOOEeMOHCMPUPOBANO  YAyulueHus  pe3yasmamos  OugepeHyuansHol
QUAzZHOCMUKU UHUYUOEHMAIOM, HANPOMUS, NPUBEN0 K POCMY OCIOMCHEHUTI, JI0OHHONOJONCUIMENbHBIM U
JIOXCHOOMPUUAMEIbHbIM 3AKAIUEHUAM. B Hacmoawuti MomMeHm NyHKyus UeaecooopasHa Jiulus npu
nodospeHuu Ha Memacmamuueckoe NOpaxXceHue HAONOUeUHUKos8, 20e  Uy8CMBUMENbHOCMb



yumoJsozuueckozo ucciedosadus cocmasnsem 80-86%. Tak ye NYHKYUOHHAS GUONCUS NOKA3AHA Npu
N0003peHUU HA HEXOOMKUHCKYIO JIUM@POMY C U30JUPOBAHHBIM NOPAXEHUEM HAONOUEUHUKOS.
3abonesanue scmpeuaemcs kpaiiHe pedko, xapakmepusyemcsi 08yCMOPOHHUM UHQUILMPAMUBHBLM
nopayceHuem HaoNOueuHuKos, ObICMPbLIM MeMNOM pocma ONnyxoau, d Mmaxxe KOC8eHHbIMU
NPU3HAKAaMU, No38oJsowumMu nodo3pesams AUMGOMY, MAKUMU KAK 6blpaxeHHble si8JleHus. obujeli
UHMOKCUKAyuu, nossluleHue Jakmam-oe2uopozeHassl 6 cvleopomke kposu u m.d. Ilpu dpyzux
eapuaHmax  HAONOYeuHUKOBblX  ONyxoseli — OuazHOCMuueckas  UYeHHOCMmb  hpedonepayuoHHoL
NYHKYUOHHOU Guoncuu HeydoeiemeopumenvHa (1y8cmeumensHoCmy He npegvluiaem 65%) [44].

B Hacmoswuti MomeHm NyHKYUoHHas buoncus ons duazvocmuxu OXL/IIT He pekomeHdosaHa [45].

2.5 Nuble nyuarHocTuyeckyie uccjaiegoBaHus

2.5.1 CragupoBaume AKP

e 2.5.1.1. PekomeHAayeTcsA BCeM TMalMeHTaM C BBICOKOBEPOSITHBIM WM BepUDUIIMPOBAHHBIM
nuarHozoM AKP mpoBecTy THiaTelbHOE TOMMYECKOoe 06C/ieJoBaHMe B OTHOIIEHUY BO3MOXKHBIX
MeTacTa30B, OIYXOJEeBBIX TPOMOOB M MECTHOIO DAacCIpPOCTPAaHEHMS OMyXOlIM, a TaKKe
CTaIMpOBaHNe ONYXOJIEeBOTO Ipolecca AJis OlpeseeHus 1eueOHO TaKTUKY (CM. TakKe pasp.
1.5.2) [8,13, 46, 47, 48].
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Kommenrapwuii. Pazmep onyxonu npu AKP — 00uH u3 eaxcHetiwiux K1uHUUecKux ¢akmopos npozHo3d,
Nn02Mmomy OH 58Jislemcst 0CHOB0L cmaduposaHust 0aHHozo 3abonesanus. Jlonzoe epemsi NPUMEHSIUCH
asmopckue knaccupuxayuu AKP (MacFarlane, Icard, Lee). Kpumepuu, onpedensiowjue cumeon «T» no
knaccuguxayuu MacFarlane, neznu 6 ocHosy knaccuguxkayuu UICC u ENSAT. ITo nocnedHeii pedakyuu
knaccuguxayuu TNM UICC onyxonu T3-4N1 omHocunuce k IV cmaduu, a no knaccuguxayuu ENSAT —
K III cmaduu, noamomy nociedHss cuumandacs NPoOZHOCMuuecku 6osiee MoyHOI.

B 20152. nposodunu nosmopHslii aHanu3z dauHuix pezucmpa ENSAT no AKP (skniouarowuti 463
nayueHma) OmMHOCUMeNbHO NpoZHOCMuUUecKoll 3Hauumocmu [126]. Bvlnio nokasaHo, umo 6eHO3Has
uHeasus He yxyouiaem npozHo3 y nayuermos c III cmadueti; nopaxceHue aum@poysnos 010 0MHeceHo
K IV cmaduu. ITpu amom, Kak ommeuarm asmopul, HaKonjieHo 60Jibuie OaHHbIX N0 BEHO3HOL UHBA3UU U
pe3yiemamam Xupypeuueckozo JieyeHust 3Mux NayueHmos, Umo HeJb3sl 2080pUmMeb 0 NOPAMEHUU
aumpoysnos npu AKP.

80% 63pocnbix nayueHmos Ha MOMEHM NepPeuUUHO20 Bbls16JIeHUSL UMem pasmep onyxoau He meHee 10
M, y 30-40% nayuenmos npedonepayuoHHO 6bl8]s0MCA Memacmassl. Beposmuocmes Hanuuus
omaodaneHHbIX Memacmasos npu onyxonsx 6osee 10 cv no 0aHHbIM NOCNE0NepPayuUoOHH020 HAON00eHUs]
cocmasnsiem 6onee 80% [46, 47, 48].

Onpedenexue pachpocmpaHeHHOCMU 0NYX0J1e6020 NPoYecca KpatiiHe 8axcHO ¢ MOUKuU 3peHus 8blbopa
JleueOHoll makmuku. B cnekmp ucciedo8aHuti npu noucke memacmasos Heo6xooumo exntouerue KT
neekux, KT unu MPT 207108H020 M032a u OpiowHOil nonocmu, cyurmuepaguu u MPT kocmeti, 18®@/T-
TI2T/KT. [Ins 8vis18/1€HUSI ONYX0N€8bIX MPOMOO8 8bIN0JIHAEMCS (ebozpadus 3a0poWUUHHBIX COCYJ08.

B cnyuae AKP cepve3Hoe 6nusSHUE HA MAKMUKY MOXem 0KaA3ames cmeneHs 20PMOHANbHOL
akmugHocmu onyxonu. Tak, eciu npu 20pMOHAILHO-HEAKMUBHOL ONYX0JU OnepamusHoe JeueHue
pacnpocmpareHHslx opm AKP He umeem U38eCMHbIX NpeUMyuwjecms, mo npu 20pMOHANbHO-
aKmueHoll ~ onyxonu,  conposoxcoanwelics — MANENbIMU  COMAMUUECKUMU — NPOABAEHUIMU
eunepkopmuyusma Mmoxem Obimb 0NnpasdaHa Maxkmuxd, HANPABAeHHAs HA MAKCUMATbHYHO
UumopeoyKuuro.

2.5.2. IIaTo/Ioro-aHaToMmu4eckas JMarHoCcTuKa

e 2.5.2.1. PeKOMeH,ElyeTCﬂ BCEM ITallMeHTaM C OITyXOJ/IbI0O HAAIIOUYE€YHMKa BbIIIOJHUTDL IMaTOJJIOTO-
adHaToOMM4YeCKoe nuccjiegoBanme OMOTICUITHOTO (OHepaLU/IOHHOI‘O) mMaTepunala, BK/Ilo4yarlilee OOHYy
"3 TIPUHATBIX CUCTEM GaIIbHOI OLIEHKIM 3JIOKAaUYeCTBEHHOI'o IIOTeHIMala OITyXo/in, C
IIpUMEeHeHeM VIMMYHOTUCTOXMMMNUYECKUX MeTOO0B C IeJIblo OL€HKIN OpFaHHOﬁ
NPpUMHAOJIEKHOCTM OIIyXOJM M €€ 3JIOKAaYeCTBEHHOI'O IIOTeHIMasia. HpI/I KOHCTAaTauUn
3JIOKQUEeCTBEHHOI'0 IIOTEHIMa/Ia OIIYyXOJM PpPeKOMEeHAYeTCsS BCeM IIallMeéHTaM C OITyXOJIbIO



HaATIOUEeUHMKA IIPOBECTU OIpele/eHre MHAeKca MpoindepaTuBHON aKTMBHOCTU SKCIIPECCUN
Ki-67 MMMYHOIMCTOXMMMWYECKMM METONOM JJisI OILIEHKM IIPOTHO3a TedeHMs] 3abosieBaHMS
[9,13,48-52,119-123].
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KommenTapwuii. Cyujecmayem HecKobKo cucmem OaiibHoLll 0yeHKU 3J10KauecmaeHH020 NomeHyuald
onyxonu HaonoueuHukos. B Hacmosaujee epems Haubonee pacnpocmpaueHa cucmema Weiss,
exaouarouas 9 kpumepues ceemosoii mukpockonuu [48, 49]:

® 8bICOKULL s10epHbIli UHOEKC,

* KoJUYECMB0 Mumo3o8 6osee 5 Ha 50 noneli 3peHust npu 60J16WOM YeeauUeHuUl,
* namonozuyueckue Mumos3sl,

o MmeHee 25% KJiemoK co ceemJioti yumonaasmoti,

o JugysHuiii xapakmep pocma 6osiee 33% onyxonesoli mKaHu,

® HeKpo3bl,

® UHBA3Us ONYXO0JIU 8 8EHO3HOE PYCIIO,

® UHBA3US ONYXOJIU 8 CUHYCOUOBI,

® UHBA3Us ONYXOJIU 8 KANCYIY.

Kaxcowili uz 9 kpumepuee oyenusaemcs ¢ 1 6ann. Ilpu Habope 3 6annos u 6onee no wkane Weiss
noomeepycdaemcs duazio3 AKP.

IIpu ucnonv3oeanuu kpumepues Weiss MUMOMuUUECKYo akmMueHoCMs ONMUMAILHO OUEHU8AMb Npu
00bUIOM Y8euueHUU no MeHslueli mepe 8 10 pasiuuHbiX NOAAX 3peHust 8 npedendax yuacmka c
HAubONBUWIUM KOAUUECMBOM MUMO308 8 KawdoM u3 5 cmekon. MuHuManbHoe KOAUUECHE0
ouyeHusaembix noJieti 3perus cocmassisem 50.

Cyujecmayem anvmepHamueHdas ho nodcuemy 0ani08, cXoxas no Habopy napamempos ceemosoll
Mukpockonuu cucmema van Slooten u coasm. [50] ona Jdupeperyuposku 006poKkauecmeeHHvIx U
3710KAUECMBEHHbIX AOPEeHOKOPIMUKANBHBIX ONYX0Jlell, NaHenb éKaouaem 6 ce0s OUeHKY Cledyoujux
napamempos:

e obwupHble pezpeccusHvle U3MeHeHUs (HeKpo3, KpO8oU3JUsHusl, ¢Gubpos, Karvyupuxkayus) - 5,7
6annos,

* nomeps HOPMaibHOU cmpykmypsl - 1,6 6annos,

e adepHas amunus - 2,1 6asnos,

e adepHas zunepxpomus - 2,6 6an08,

* HenpasuibHble A0pbIUKU - 4,1 6asnos,

e Mumomuueckas akmueHocms (>2 8 10 nonsix 3peHus npu 601viom yseauderuu) - 9,0 6annos,

® cocyducmas uau KancyavHas uHeasus - 3,3 oania.

Tucmonoeuueckuti uHdekc >8 Oannoe no wkane van Slooten KoHcmamupyem — 8blCOKULL
3710KauecmeeHHblli NOMeHYUAI Onyxoau Ha0NoueyHuKa.

CpasHumensHoe usyueHue ouazHOCMuueckoli yeHHocmu OannbHOL OYeHKU NepeuucieHHsX Cucmem
HeCKOIbKO omJuuaemcst y pasHelx uccredosameneti, 00HaKo0 00KA3AHA HECOMHEHHAs. NONb3A UX
npumeHerus [51, 52], uyscmeumenvHocms wkan 6 omuoweHuu AKP u memacmasos cocmasnsem
okono 92% u 3HauumMenvHO 603pacmaem npu UCNOAL306AHUU KOHCUIUyMa namonozos. Ha
ce200HAWHUL OeHb 6 Mupe Haubonee Wupoxo ucnonvayemcs cucmema Weiss [9].

ITo pexomendayusm 3skcnepmos BO3, npu OHKOYUMAapHom Mmop@onozuueckom eapuavme
adpeHoKOPMUKAILHOLI ONYX0JIU PAYUOHANBHO UCNONb308AMb MOOUPUYUPOBAHHYIO cUCmeMY OAJLIbHOL
oyeHKU 3/10KauecmeeHH020 homeHyuana Lin-Weiss-Bisceglia [9, 13].

Ipu comHumensHoli OpeaHHOU hpuHAdNeXHoCMu UlU HeonpeoeieHHOM 3710KauecmeeHHOM
nomeHyuae onyxonu eedyujee 3HaueHue npuobpemaem UMMYHOUCIMOXUMUYECKOE UCCNeJ08AHUE.
Haubonee uacmo ¢ 3moii yesvl0 UCNOABb3YIOM OUeHKY UHMeHCU8HOoCcmuU dKcnpeccuu benka p53, Ki67,
KalbpemuHuHa, yumoxkepamuvos 8 u 18, eumeHmuHa, uHeuOuHa-o, MeaaHa A, cmepoudozeHHO20
¢axmopa-1 (SF-1) cmepoudnozo peyenmopa koakmueamop-1 (SRC-1), npomeuna S-100, Pax8,
XpomozpaHuHa A, Helipocheyuguueckoli 3HoNA3wl, cuHanmogusuHa. B  dononHeHue K
duazHocmuueckum anzopummam npu ouggepeHyuanvHoii duazHocmuke adpeHOKOPMUKAIbHOT
adexombl u AKP 803MOMHO UCNONB306AHUE UMMYHOZUCMOXUMUYECK020 mapkepa Ki67: ons adeHombl
xapaxkmepeH undekc npoaugepayuu Ki67 menee 5%, dns AKP — 6onee 5% [2, 13].



TIpedmemom duckyccuu 0o HACMOsWez0 8pemMeHU 8J1emcsi NPOZHOCINUYecKoe 3HaueHlUe Koauuecmeda
Weiss- unu van Slooten-6anno8, 00HaKo 6anIbHAA CUCMEMA NAPAMempos8 C8emosoli MUKpOCKoNuu 8
Kauecmee NpPoOZHOCMUYECKO20 Kpumepusi ycmyndem npoaugepamusHomy uHdekcy Ki67. Ilpu
nossieHuu uHoekca Ki67 6onee 10% eeposmuocms peyudusa AKP nocne adeksamHoli pe3ekyuu
npedenax 30opossix mrareii (RO-pesekyus) cocmasnsem He meHee 80% (cm. makyxce IIpunoxerue I'
Tabn.18). TIpozHocmuueckoe 3HaueHue Opyeux mapkepos HIX e omuouwieHuu AKP & Hacmoswjuli
MOMeHM Haxooumcsi 8 cmaduu uccnedo8aHust U HaKoNJaeHus aHaaiu3upyemozo mamepuaia.

e 2.5.2.2. PekoMeHIyeTCsI BCeM IalleHTaM C OITyXOJIbI0 HaJIOYeyHMKa IPOBOLUTH MATOIOr0-
aHAaTOMMYECKOe MCCIefNoBaHMue OMOICUITHOTO (OMepalMOHHOr0) mMaTepuasna IO IPOTOKOIY,
BKJIIOUAIOIIEMY, KAK MUHUMYMY, CJIefyIolye JaHHbIe: KOMMYeCcTBO 6a/UIoB 10 ImKane Weiss mamn
MHOJ IIKaje GAJUTbHON OLIEHKM 37I0KaYeCTBEHHOTO MOTeHIMaua OIyXoJu, MpoadepaTuBHbIN
uHpekc Ki67, pe3eKIMOHHBIV CTATyC (MHBa3MsI KArCy/abl OITYXOAU, U/WIN OKPY>KaIoLMX TKaHel,
V/WNY TIpUJIEeKaIlMX OPTraHOB WIKM ee OTCYTCTBME), Hajauuyue WM OTCYTCTBUE TIOpPaKeHMSI
nuMdaTndeckmx y3aoB [119-123].
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KomMmeHTapuit. BaxcHocmb oyeHKU 3/10KauecmeeHH020 NomeHYyuaid onyxoau no cucmeme Weiss uau
UHoll wKane 6anIbHOL OYeHKU, a makxce npoaugepamusHozo uxdekca Ki67 obcymcoeHsl 8viuie (CM.
paso. 2.5.2.1.). Heo6x00umocms OueHKU pe3eKyuoHH020 cmamyca onyxonu (cm. make Ipunoxcernue I'
Tab6n.18), a makxe HaIUyus uiu OMCymcmeus NOpaxceHus JuM@amuueckux y3ji08 npooukmosaHa
NpPoeHOCMUUecKol YeHHOCMbI0 IMUX OaHHbIX [9].

2.5.3 TeHeTHMUECKOE TECTUPOBaHIE

e 2.5.3.1. PekoMeHayeTCSI BCEM MalMeHTaM ¢ BepudbuiMpoBaHHbIM auarHo3om AKP mposectn,
Kak MMHUMYM, CTaHIApPTHOe TeHeTHu4yeCcKoe KOHCYJIbTMpPOBaHMe, BKJKOUalollee HM3ydyeHue
aHaMHe3a JKM3HM, aHaMHe3a 3abo/ieBaHMUS M CEeMETHOrO aHaMHe3a, [Jis BBISIBJIEHUS WIN
VICKJIIOYEHMS HatIeICTBEHHOIO CMHAPOMA, accoumupoBaHHoro ¢ AKP [1, 4].
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KOMMeHTapMﬁ. CGOEGPEMEHHOC 6blslBJIEHUE ZepMUHamUBHOﬁ mymauuu u, coomeemcmeeHHO,
JuazHoCmMuKa HacneocmeeHHoz20 CUHapOMa, eKJIuaruiezo AKP, nosgonsitom npoZHo3upoeamaos
passumue apyzux accoyuuposaHHbolx 3abos1e6aHuli Yy nauyueHma, a makxkie ueieHanpasjieHHo
obcnedosams ezo KPOBHbIX podcmseHHukoe.

Cpedu e3pocnoii nonyasyuu do 5% cayuaes AKP passusaemcs 8 pamkax cuHopoma Jlu-Dpymeru,
00YC108/1EHH020 2epMUHaAmMUBHOL mymauueti 8 zeHe TP53, okono 3% - 6 pamkax cunopoma Jlunua. 1o
13% nauyuenmos ¢ cunopomom MBOH 1 muna umewom AKP. AKP onucaH makye Kak KOMNOHEHM
cuHopomoe TapoHepa (cemeliHblli adeHOMamo3sHsili nonunos), komnaekca Kapuu, Bexsuma-
BatidemaHa, Helipogpubpomamo3sa 1 muna (cm. make paso. 1.2).

Boidensiiom psd KAUHUUECKUX 0COOeHHOCMell, KOmopble No380as0m 3anodo3pums HAC1e0CmMBeHHbIl
xapaxkmep AKP (Tabn. 5) [4].

Ta6auma 5. OcoO6eHHOCTM aHaMHe3a 3a00JeBaHMsS M CeMEeiHOro aHaMHe3a HMalMeHTOB C
AKP, CBUETEeNbCTBYIOIIVIE o HaAMIUN CUHIPOMOB HacIeICTBEeHHOM
npezapacnonokeHHOCT K AKP [4]

AHaMHe3 3a6oneBaHMss M aHaMHe3 | [IBycTOpOoHHUI AKP, MpenMyLLecTBEHHO CMHXPOHHOM MaHudecTaumm
U3HU

MHOXeCTBEHHbIe NepBUYHbIE OMYXO0SN APYTUX NoKanusauni

Apyruve peaxkue onyxonu y nauueHta c AKP

AKP, AMarHoCTMpoOBaHHbIM B 4ETCKOM BO3pacTe

BpoxaeHHble NOPOKU pasBuTUs

Apyrue sHAOKPUHHbIE 3aboneBaHns (HanpuMep, NEPBUYHBIN rMNepnapaTupeos), NOMMMO
AKP

KoxHble nposBIEHNA, XapaKTeEPHble ANd HAaCNeaACTBEHHbIX ONyX0/eBbIX CUHAPOMOB

CeMeiiHblii aHaMHe3 Bbicokasi  pacrnpoCTpaHeHHOCTb  OHKOJIOrMyeckux 3aboneBaHwuii  cpeau  KPOBHbIX
pPOoACTBEHHUKOB

CeMeiiHblii aHaMHe3, OTAroLweHHbI AKP

CeMeiiHblii @aHaMHe3, OTArOLEHHbIV APYrMMU PeaKUMU OMyXOonsMu




| | CeMeiiHblil aHaMHe3, OTATOLLEHHbI HaCcNeACTBEHHbIMU OMYX0EeBbIMU CUHAPOMaMu |

Mayuenmam ¢ AKP moxcem 6bimb pekomMeHA08aH MOJEKYJIIPHO-2eHemuueckuli CKpuHuHz Ha npeomem
8blsi8ieHuss cuHopomos Jlu-dpaymeru u Jlunua, komopsle ecmpeuaromcs y 8 3-5% cayuaes AKP u
umerom 0ocmamouHo paspabomarHoie KJIUHUUECKUE peKoMeHOayuU.

PacnpocmpaHeHHocmb 2epmuHamueHsix mymayuii de novo 8 zene TP53 docmuzaem 20-25% cpedu ecex
nayueHmos ¢ abeppayusimu 8 OAHHOM 2eHe, 0UeBUOHO, YUMo makxue nayueHmo! He 6yoym umems AKP
MU UMBIX NposieeHuli cuHopoma Jlu-PpaymeHu 8 cemeliHoM aHamHe3e. B c853u ¢ a3mum skcnepmeol
BO3, Esponetickozo obuiecmea sHdokpuHonozo8 (European Society of Endocrinology) u ENSAT
pexkomeHdyiom cKkpuHuposams ecex nayueHmos ¢ AKP Ha Hanuuue 2epMUHAMUBHbIX Mymayuti 8 2eHe
TP53.

Cundpom JIunua npucymcmeyem y moii xe uacmu nauueHmos ¢ ACC, umo u y nauueHmos c
KOJIOpeKMAbHbIM pakom (3-5%), Komopwsim NoKa3aH CKpuHuHz Ha cuHopom Jlunua. E2o duazHocmuka
MOxcem nposoodumscsi Nymem HenocpeocmeeHH020 MONEKYJISIPHO-2eHeMu4eckoz0 UCC1e008aHus 2eHO8
MSH2, MLH1, PMS2, MSH6 u EPCAM unu nymem UMMYHO2UCMOXUMUYECKO20 UCCNEJ08aHUSl C
anmumenamu Kk MSH2, MLH1, PMS2, MSH6 u oyeHKu MUKpoCcameiumHol HecmabuibHOChL.

50-90% cnyuaee AKP 8 demckom 8o3pacme Habardaemcs 8 pamkax cuHopoma Jlu-®dpaymeHu. B cesa3u
¢ amum 6 cryuae evisisneHuss AKP ¢ demckom 8o3pacme, écem nayueHmam HeoO6xodumo npoeedeHue
MOJIEKYJIIPHO-26HEMUUECK020 AHAIU3A 0TS BbISBEHLUST NAMO2EHHBIX 26PMUHAMUBHBIX MYMAYUli 8 2eHe
TP53 [4, 2, 9].



3. Jleuenue

3.1 Xupypruueckoe JjieueHue

e 3.1.1 PekomeHpyetcsi Bcem mnainueHTaM ¢ AKP I-1II craguu o ENSAT u nipu Bo3moskHocTH RO-
pesekIMy B CIENMATM3UPOBAHHOM IIEHTPE TPOBECTU XUPYypruueckoe JiedueHue. O6beM
omepanyy mpu AKP — ampeHasskTOMMSI B TIpefenaxX 3JOPOBBIX TKaHeil, 6e3 HapylleHuUs
LIeIOCTHOCTY KAaIlCy/ibl OMyXO/iM. BhIIOMHEHMe omepainuii ¢ MOMBITKOM COXpaHeHUs TKaHU
HaATIOUeUYHMKA HEeNOIMyCTUMO. PeKoMeHIyeTcs BCeM IallieHTaM BbBIIOIHUTb OIlepaTUBHOE
rocobue B KpaTyaiilie CPoOKY IMocJie TPOBeIeHNsI TOTHOLIEHHO IMAaTHOCTYKY U CTaAVPOBAHUS
OITyXOJIEBOT'O IIpoliecca s MUHMMM3aLuM PUCKOB MeTacraTuueckoy arpeccuBHoctu AKP [8-
10,13,58].
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KommenTapuit. FEOuHCMEeHHbIM BO3MOMCHBIM BAPUAHIMOM NOJHO20 u3seueHus npu AKP 8
Hacmosiujee 8pemsl A6751emcst NOJIHOe xupypauueckoe yodaneHue onyxoJu cpasy nocyie ee 00Hapy#ceHusl.
AKUYeHm Ha CpouHOCMmu onepamueHoz0 8Mewamenbcmed C8s13aH ¢ ObICMpbIM Y8euueHueM pasmepos
ONYXOJIU U 8bICOKOLI 8ePOSIMHOCMbI0 Memacmasuposarus. Ecnu Ha MOoMeHm 06HapyxeHUs. 0nyxonu
Memacmassl He BbISIBAAOMC, MO 8bl200a onepauuu ouesUOHd, M.K. OHA HAueneHd HA NOJHOe
usneuerue (cm. maksice Ipunoxcenue b Puc. 1) [4].

¢ 3.1.2 PeKOMEHAYETCSI BCeM IMAI[ieHTaM C OIYXOJIbI0 HAJIIOYeUHKa U BBICOKOBEPOSITHBIM MJIA

BepUOUIIMPOBAaHHBIM 1arHo30M AKP BBIMOTHATH XUPYPrUUecKoe JieueHue Ha OCHOBAaHUU

CTIeIYIOIINX TTPUHIIUIIOB:

o BBIINOJIHEHNE PAOMKATbHOM afpPeHaTIdKTOMMUH B IIpefenax 3I0POBbIX TKAHE;

o CcOoXpaHeHMe IIeJIOCTHOCTH KaTlCy/Ibl OTTYXOJIN;

© BBIMOJIHEHVE KOMOMHMPOBAHHBIX aJPEHATIIKTOMUI MPU WHBA3UM OIMYXOJU B OKpPYyKAIOIIMe
OpraHbl U CTPYKTYPHI;

© BBIMOJIHEHVE TPOMOIKTOMMIA 13 TOUEUHON BEHbI, HVDKHEI ITOJIOI BEHbI 1 KaMep cepAlia Mpu
OTIyX0JIEBOM TPOMOO3€;

© BBINIOJIHEHNME JIMMQOAVCCEKIMM B aOPTOKABaJIbHOV 30HE ¥ 30HE BOPOT TOYKM [8-
10,13,47,57,58,63,128].
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Kommenrapwuit. OcobeHHocmsamu pocma onyxoau npu AKP u xupypeuueckux emeuwamenbcme
S8I0MCSL Caedyroujue:

® UHBA3USL ONYXOJIbI0 OKPYHAWWUX OpP2aHO8 U CMPYKMyp: NapaHe@panvHoll Kiemuamku, nouxu,
neueHu, cene3eHKu, NOOHEIYOOUHOU cene3vl, KPYNHblX COCYy008 (HUxcHell nosioli 8eHbl, NoueuHoll
8eHbl, B80POMHOLI 8eHbvl). MecmHas pacnpocmpaHeHHOCms Onyxoau 0oJxHa Obimb oyeHeHa 00
onepayuu 01 naavuposaxus ee obsema. IIpu Heo6X00UMOCMU BbINONHAKM pe3eKyuu heueHu
(amunuuHsle, AHAMOMUUHbLE), NOOHENYOOUHOU Heene3vl, cnaeHIkmomus. Heppaxmomus nokazama
MONILKO NPU UHBA3UU CMPYKMYp 80pom nouku. IlapaHeppanvHas kiemuamxka 0ONAXHa yoanamcs 6
xode adperansakmomuu npu AKP.

® UHBA3Us HUXCHeU Nonotli 8eHbl/noueyHolli 8eHbl, KOmopas Habndaemcst N0 daHHsIM JUMepamypbol
om 5-7% do 30% cnyuaee AKP u mpebGyem pe3ekuyuu cocydosd 8 pasHom obseme (NpodonvHAs UNU
YUPKYASIpHAs,) ¢ nocaedyoujeli pekoHcmpyKyueti unu 6e3 Hee.

* 0nyxosesulii mpom603 HuxcHell Non0L 8eHbl UNU NOUEUHOLI 8eHbl (NPU JIEBOCMOPOHHEM NOPAXEHUL),
NPOKCUMAJIbHAS 2PAHULYA KOMOP020 MOxem 0ocmuzams 00 npasslx omaoenos cepdya. Y nayueHmos
0e3 0mOaIeHHbIX Memacmasos NoKA3aHa a0peHaNIKMoMus ¢ mpomOIKMoOMuUel; 803MOMCHOCMb
mpomOIKmMoMuu ciedyem paccmompueams makxxie y NAyueHmos ¢ 0moaieHHbIMU Memacmasamu 8
eudy omcymcmeust 3(Q@eKmusHsIX Ccnocob08 KOHCEPBAMUBHO20 JieUeHUs U 8bICOK020 pPUCKA
JIEMAIbHBIX OCNIOMCHEHUL meueHust 60ie3HU. TPOMOIKMOMUS BbINONHIAEMCS KAK C UCKYCCMBEHHBIM
KposooOpaujeHueM, mak u 0e3 Hez0, 8 3ABUCUMOCMU O0m YypoeHs mpomb6o3a. Heobxooumo
npednpuHames mepsl no npoguiakmuxe 3MO0JUU JIE20UHOLU apmepuu 0nyxoiesviMu MAccamul.
Heobxodumocme  peKOHCMpPYKYUU  HUXCHEl Nojoli  6eHsl nocie  MpomMOIKMoMUlU, 4acmo
conposoxcdaemoti YupKynsapHoli ee pe3ekyueli, onpedensemcs 6 3Ad8UCUMOCMU OM CmeneHu



HapyuleHus Kpoeomoka no Heli U pa3eumusi KolamepanbHo20 KpOBOMOKA, HA OCHOBAHUL
npedonepayuoHHoLl OyeHKuU;

® BLICOKASL BEPOSMHOCMb  IMOONUUECKUX  OCTIOMCHEHULI  S8/15emcsl  OCHOBHOU  npuuuHoii (1)
UHMpaonepayuoHHol U paHHeli NOCIEONEPAyUOHHOL cMepmHocmu Yy nayueHmos ¢ AKP. Smbonus
Moxcem 0bimb 00YCN08J1eHA HECKONBKUMU (akmopamul Uil ux CouemaHuem:

* Haauuuem 2unepKoOpmMuyUMa/eunepaHopozeHull, Cnocoocmeayuux UCX0OHOT eunepkoazynayuu;

® MACCUBHOU UHMpAOnepayuoHHoli Kposonomepeli ¢ 00HOMOMEHMHbIM nepeausaHuem 00NbUUX
005eM08 KOMNOHEHIM08 KPOBU;

® Hauuuem onyxosesvix mpomoos;

* omcymcmeuem hpedonepayuoHHslx NPOPUIAKMUUECKUX MepOnpusmuii, CHUMARWUX PUCK
mpom603MO0IUL.

e Cpedu npogunakmuueckux mMeponpusimuii 00JIHCHbl pAcCCMamMpueamscs 2enapuHonpoPuUIaAKmuKd,
YCMaHo8Ka 8eHO3HbIX MpoMOoyaasausaruux 30H008. ITocnedHee moxcem 6bims 3ampyoOHEHO U3-3a
0NYX01e80Ll KOMNpeccuu HUXHell oot 8EHbl.

Hapywenue kancyast onyxoau hpakmuuecku 6 100% nabntodeHuti npusooum K mMecmHsimM peyudusam
AKP. IIpeyu3uoHHOCMbs MAHUNYAAYULL npu yodneHUU Oonyxoau 5187semcsi 00HOU U3 Kawuesslx 3adau
Xupypea, max Kaxk HapyweHue UeJl0CMHOCMU KAancyisl hnpueodum K MeCmHOU 0nyxonegou
duccemuHayuu daxce nocae 8vinonHeHus RO-pezexyuu [8, 53, 54].

IIpu AKP nokaszaro yoaneHue peeuoHapHsIx TUM@OY3/108 8 CIyuae ux Memacmamuieckozo nopareHus
unu npu nodo3peHuu HA NOpaxceHue N0 KAUHUKO-UHCMPYMEHMANbHbIM OaHHbiM  [44,55].
Ipeumywecmea num@oduccexyuu npu AKP npodemoHcmpuposaHst 8 ucciedosanuu J. Reibetanz u
coasm. [56], 20e Ha docmamouHo 60bwOLi 8bI60pKe NAYUEHMO8 O0KA3AHO CIMAMUCMuUYecKu 3HauuUMoe
yayuuleHue 6e3peyudusHoti suixusaemocmu u AKP-accoyuuposanHoli cmepmHocmu y nayueHmos ¢
RO-pesexuueti. B kauecmee dononHumesbHozo 00800a npusodumcs ¢akm, umo & 2zpynne ¢
aumpoduccekyueti cpedHuli pazmep onyxonu Obtn 00CMOB8EPHO 00JbUe U MYTbMUBUCYEPANbHAS
pe3ekyus. 8bINONHANACL Uauje, 00HAKO, HECMOMPs HA 2mo, docmueHymsl Jayduiue pe3ynsmamsl. B
uccnedosanuu Gaujoux S. u coasm. [57] ykasvleaemcs, umo 6081e4eHHOCMb UMPOY3J108 8 ONYX0J1EBbLL
npoyecc y nayuenmos ¢ AKP, HepaHmuposaHHsix no cmadusim, cocmasnsem 20%, umo s61semcs, no
MHEHUI0 aemopos, Nnokasaxuem K 0Oonee WUPOKOMY 8blNOJIHEHUl0 aumpoduccexyuu. Ipanuyst
npeseHmMueHoll aumpoouccekyuu He MmMOYHO oOnpedeneHsl, N0 UMERWUMCS OaHHbIM hodaexcam
yoaneHuo 1um@oy3isl 60pom NOUKU, NAPAKABATbHblE CNPABA U NAPAAOPMAJIbHbLE CTIEBA.

IIpu omcymcmeuu s8HbIX NPU3HAKO8 UHBA3UU 8 NAPEHXUMY UIU 80pOma Nouku, Heobxodumocmu 6
“npesenmueHoii” Hegppakmomuu (Hepadperanskmomuu), 01 NOGbIUEHUS PAOUKATBHOCIU Pe3eKYUL,
Hem. [JocmamouHa pe3ekyus #Uposoli Kancyasl NOYKU ¢ OmMcmynjaeHuem om Kpaee onyxonu Ha 2—3cm.

e 3.1.3. TlaumeHTaM ¢ KJIMHUYECKM BepuduMpoBaHHbBIM auarHosom AKP  moxer
PeKOMeHJ0BaThCs BBITIOJIHEHVE 9H0CKONMNYECKOI (/armapocKoImMueckoit,
pPeTpOIepUTOHEOCKOTIMYECKOI) aJpeHAJISKTOMUM TP COUYeTaHUM CAeAymux G(akTOpOB:
pasmep omyxonau meHee 6 cm, I u II cragust 3a6oneBanust o ENSAT (OTCcyTCTBME TPU3HAKOB
VMHBa3MM OITyXOJIM B OKPY)KAIOIINE CTPYKTYPHI), JOCTATOYHBIN OIBIT MOJOGHBIX BMEIIATENbCTB Y
XUpypra ¥ Je4eGHOTO yUpeKOeHNs. [lpr Gomplieit pacIpoOCTPaHEHHOCTM Ipoliecca
SHJOCKOMMUEecKasi omepauusi MOPOTMBOINOKa3aHa, TaK KaK BO3MOXXHOCTb BbIIIOTHEHUS
AUMQaZeHIKTOMUY U afeKBATHON pEeBM3UM U DPe3eKIMM COCeIHUX OPTaHOB OrpaHUYeHa,
PaAVKaIbHOCTh BMEIIaTelbCTBa COMHUTENbHA [8,13,59,66].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C, ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 4

Kommenrapwuit. OcHosHas hpobiema 1anapockonuueckoli adpeHanskKmomuu — 8bICoKas uacmoma
JducceMuHayuu onyxonu no OplowuUHe Nocie onepayuu, ecaedcmeue UHMpAaonepayuoHHozo
nospexaodeHus. Kancyavl onyxoau. dacmos Kcnepmos npuoepiuusaemcss MHeHUsl, 4mo npu pasmepe
onyxonu 6onee 5 cm u/unu nodo3peHuu Ha 3/10KA4eCMEEHHOCMb ONYXOaU NO pe3yabmamam
npedonepauuoHHoz20 06¢cn1ed08aHUs — 8ePOSIMHOCING OUCCEMUHAYUU ONYXOJIU NPU HAPYUIEHUU KANCYlbl
3HAUUMesIbHO Bbllile, UeM NPU OMKpbIMoM emewiamenscmee [8, 44, 47, 53, 58 - 60].

HeduckymabenbHbimM NyHKMOM OAHHOU peKoMeHOayuu S8aSemcs Cneyuanusupo8aHHblli xapakmep
yupexcoeHusi u onwviim onepayuoHHotl 6puzadbl.

¢ 3.1.4. PekOMEeHIyeTCsI MalyieHTaM C pe3eKTabeabHbIMM (pOpMax MECTHOTO pelManBa WK Mpu
COMUTAPHBIX/€AMHUYHBIX METACTa3aX, BO3HUKIIMUX TIOC/IE OIEepaIVii, BBITIOTHUTH MTOBTOPHYIO
RO-pe3sekuuio Kak Haubosmee 35(PGEKTUBHBIA U MPENIIOUTUTETbHBIII BapUaHT JIEUEHUSI,



obecreunBaMii Hanbosee AIUTETbHBIN 6e3pelUaNBHbBIN TePUOA, VWIN TTPOAOKUTEIbHOCTh
sku3HU (cM. Taxke [Tpunoskenue b Puc.1). Be3peunauBHbIi nepuop 6osee 1 roga mocie mepBoii
omepanuy SBJISETCS OGJIaronpuUsITHBIM TPOTHOCTUYECKUMM (AKTOPOM TIPU XUPYPTUYECKOM
JedeHun peruauBoB miam mertacra3oB AKP. Ilenecoo6pasHOCTh MOBTOPHBIX OIepaluii mpu
peluanBax omnpenensieTcss UHAUBUAYAIbHO, MybTUIUCIUIUIMHAPHBIM KOHCWJIMYMOM, C YYETOM
PacIpoCTpaHEHHOCTM IIPOLIeCCa, BEPOSTHOCTY TIOJMHOM LMTOPENYKUMM, OMOJOTrUUeCcKuX
0COGEHHOCTE OIYXOJIM ¥ BO3MOKHOCTY KOHCePBaTUBHOTO jiedeHust [58,62,64,65].

VpoBeHb yOeaUTETILHOCTY PeKOMeHanuii — B, ypoBeHb JOCTOBEpPHOCTH JOKA3aTeNIbCTB — 3

Kommenrapwuit. Yacmoma npozpeccuposarust AKP nocne xupypeuueckozo JieueHus: 8 meueHue 5 jem
docmuzaem do 80-85%. EduHcmeeHHbIM Memodom, obecheuusaowjum OnumenpHoe 8bixusaHue npu
peyudugax uau Memacmasax ocmaemcs NOBMOPHAS «padukanbHas», mo ecms RO- pesekuyus. Ee
803MOXCHOCMb CJledyem paccmampuseams y Kaxcdozo nayueHma ¢ yuemom pacnpocmpaveHHocmu
npoyecca, ocobeHHocmeli npedvldyujezo Xupypeuueckozo JedeHus, Ouonozuyeckux 0cobeHHocmetl
ONyXoJlU, MaxKux Kak cmeneHs 3710Ka4ecmeeHHOCmu U memn pocmd.

B onkonozuueckom yeumpe Sloan-Kettering, CIIIA, nosmopHsie pe3eKyuu 8bIN0JIHEHb Y 47 nayueHmos
€ MeCmHbIM peyudusom unu omoaneHHsimMu memacmasamu AKP [61]. IIpu amom u3 113 nayuenmos 8
62 cnyuasx onepayust 6ul1a padukaivHol, 8 45 — nainruamueHoi. Cpedu paduxansHelx onepayuti 43
(69%) 8b1N0JIHEHO NO N0B0JY 0MOANEHHbIX Memacmasos, 14 (23%) — no nosody mecmHozo peyudusda, 5
(8%) — no nosody u peyudusa u memacmasoe. Bce onepayuu no nosody mecmtozo peyudusa 0ObiLiu
KOMOUHUPOBAHHbLE, C pe3eKyuell NOPaXieHHbIX CMENHbIX 0p2aHo8, cpedu NOKAIU3Ayull omdoaneHHslX
Memacmasoe camvimu uacmeimu Osiiu neueHs (28), nezkue (17), oprowuHa (8). Meduana ooOueli
8blicL8aEMOCMU NAYUEHMO08 Nod8ep2LUILXCsl N08MOPHOL paduKkanvHoli pe3ekyuu cocmasuna 74 mec, 5-
JIeMHsIsl 8bliHcU8aAEMOCMb — 57%; Yy nayueHmos nocie naiiuamueHoli nosmopHoti pesekyuu — 16 mec u
0% coomeemcmeeHHo, pasauvus Oviu cmamucmuuecku 3Hayumsl. IIpo2Ho3 nayueHmos,
onepuposaHHvlx N0 N0B0JY MECMH020 peyudusa uiu 0moanieHH020 Memacmasos, He OMJIUYAICs.

Io danHbIM ppanyy3ckoli accoyuayuu IHOOKPUHHbBIX XUPYP208 [62] nosmopHsle onepayuu 8bINoNHeHb!
y 22 nayueHmos. 5-1emHuss 8vIHUBAEMOCMb ¢ MOMEHmMA YCmaHoeku duazHoza cocmasuna 27%, c
MoMeHma nosmopHoti onepayuu — 16% (npu paduxanvHoii nosmopHoti pesexyuu — 28%).

R. Bellantone u coasem. [63] ¢ 1997 2 aHanuduposanu daxHsle MmanwvsiHckoeo peeucmpa no AKP,
sxaouarouiezo 188 nayueHmos. CpedHsass npoOONXUMENbHOCME HU3HU NAUUEHNO08 0NepuUpo8aHHbIX
no8mopHo no nogody peyudusa cocmasuna 15,9 mec., npomus 3,9 mec. y nayueHmos, noayuasuiux
MONbKO ~ KOHCepsamueHoe JieueHue, 3-71emHsis  gvixcugsaemocms cocmasuna 23% u 0%
€001MmeemcmeaeHHo.

B TypuHckom yHusepcumeme [64] pempocnekmueHo aHaiu3uposalu CpasHUmMenbHolll onstm JieueHus
peyudusos AKP: zpynna A — 22 nayueHmos onepuposaHsl, 17 — 8 o6seme yoaneHus peyudusa, 5 —
yoaneHue omoaneHHo20 memacmasa (cpednuii 6ann Weiss — 6, cpedHee epems 00 npozpeccuposaHust —
22 mec, cpeduuti Ki67 — 18%). Ipynna B — 17 nayueHmos NoayduIu Xumuomepanuiro Nno cxeme
#0okcopyouyuH** amono3ud**, #yucnaamun** u mumomau** (cpednuti 6ann Weiss — 7, cpedHee spems
0o npoepeccuposatus — 9,5 mec, cpednuti Ki67 — 28%). B epynne A y 5 nayuenmos (22%) peyudusa He
Habodanocy, y 17 803HUK peyudus 6 cpedHem uepe3 23 mec, 8 nayueHmos n08MmMopHO onepupos8aHsl;
cpedHss obwas ewicusdeMocms cocmasuna 86 mec. B epynne B 88% nauyueHmos 3a epems
HabnwdeHUs yMepaiu om Npozpeccupos8aHust; cpedHsisl 00was 8vixcusaeMocms cocmasuna 33,5 mec —
00CmMoeepHoO MeHble.

Tem He MeHee, 80 6Cex npusedeHHvIX UCCIE008AHUSX HeNb3sl UCKIIOUUMbL HepasHO3HAYHOCMb
pacnpedenenust nayuexmos, 6ciedcmeue moeo, UMoO NOBMOPHO He O0Nepuposant NAyueHmos c
OonbwuM pacnpocmpaueHuemM npoyecca uau ¢ 3agedomo NI0Xum npozHo3om. HHousudyanusayus
NOKA3aHUll K NOBMOPHLIM Onepayusm s6Jsemcs HepeuleHHOU 3adavell u mpeGyem OanvHeliuiux
uccnedosaHull ¢ yuemom makxce 6Guonozuueckux ocobeHHocmeti onyxoau [65].

e 3.1.5. Bcem manuenTtam ¢ AKP u rumepkopTUin3MoM (MaHUGbECTHbIM WM CYOKIMHUYECKUM)
peKOoMeHAyeTCsI TPOBefleHNe 3aMeCTUTENIbHONM Tepanyuy HallOYeYHMKOBOI HeL0CTaTOYHOCTU
B [10C/I€0IIepaliiOHHOM Itepuoge [13, 19, 24].

VpoBeHb yOeAUTENbHOCTY pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH I0KA3aTe/IbCTB — 5

Kommenrapwuit. MaHugecmHblli 2unepkopmuyusm u QyHKYUOHANIbHO ABMOHOMHAS 2UunepnpooyKyusl
KOpmu3o0/a, Kaxk npasuio, npueodsm K paszsumul0 HadnoueuHukoeoli HedocmamouHoCcmu nocjie



adpeHansakmomuu ¢ onyxonvo. B cessu ¢ amum ecem nayuenmam ¢ AKP u eepupuyuposartsim/
6bICOKOBEPOSIMHBIM ~ 2UNEPKOPMUYUIMOM — NOKA3AHO NnposedeHue  3amMecmumenvHoll  mepanuu
HaONoueuHuKkogoll HedoCMAmMouHOCMu UHMPAONEepayuoHHo U 6 NoC1eonepayuoHHoOM hepuode 6
coomeemcmeuu ¢ KIUHU4ecKUMU pekomeHdayusmu [9].

3.2. KoHcepBaTHBHOeE JIeUeHM e

e 3.2.1. He pekomeHAyeTcsa TMpoOBeAeHMEe aIbIOBAHTHOI Tepanuy TMalueHTaM C
aIpEHOKOPTUKAJIbHOM  ONYyXOJb)  HEONpPe[eJleHHOTO  3JI0KaYeCTBEHHOro  ITOTeHLuasa
[73,85,86,95].

VpoBeHBb yoeauTeIbHOCTU peKoMeHaanuii — C, ypOBeHb JOCTOBEPHOCTH JOKa3aTelIbCTB — 5

KommeHTapuii. AdsiosanmHoie Memoodsl JieueHus C8513aHbl ¢ NOMEHYUANbHOU MOKCUYHOCMbIO, 8
c6sA3U ¢ IMuM adB6AHMHYI mepanuio caedyem paccmampueams moavKo 0 NAyueHmos ¢
sepuguyuposarHsim namomopgonozuuecku duazHozom AKP (cm maxe paso. 2.5.2.1) [9].

e 3.2.2. PekomeHAyeTcsI BCeM MalyeHTam nocie BoinonHeHus: RO-pesexuyn no nosony AKP npu
Ki67 6omee 10% mpoBOOUTb abIOBAaHTHOE JieUeHMe MUTOTaHOM™* (opTo-mapa-DDD) c 1esnbio
spaauKaluuy UM JIUTEeNbHOTO IoAaBIeHNs MUKpoMeTacTasoB [73,85,86,95].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C, ypoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 4

KommenrTapwmit. Tepanuss MumomaxHom™* domwHa 6Gboime Hauama 6 Kpamuatiuiue CpoKu nocie
Xupypeuueckozo JieueHus.. YposeHb npenapama 6 Kposu mpebyem NOCMOSIHHO20 J1a60pamopHozo
MOHUMOPUPOBAHUSL U, NpPU YCI08UU €20 NepeHOCUMOCMU, PeKOMeHO08aHHbIli  Juanasou
mepanesmuueckoli KoHueHmpayuu cocmagasiem om 14 0do 20 mke/ma. [loza mumomaua**
Heo0xodumas 07151 oCmuxeHUs U/unu nodoepxcanus e2o KOHUeHmpayuu 8 Kposu 8 mepanesmuieckom
duanasoHe, UHOUBUAYANbHA, KAK npasuo, cocmassem 4 — 8 z/cym. Ilpu omcymcmeuu peuudusa AKP
aods08aHmHoe JieueHue nposodumecs om 2 do 5 nem (cm. makae Ilpunoxcerue A3).

B 2004 2. no pewenuto EMA (European Medicine Agency) 8 kauecmee 06ad308020 npenapama ons
seyeHus AKP npednowen 1 - (2-xnopgenun) -1 - (4-xnopgenun) -2,2-ouxnopaman. Imo
eduHcmeeHHblll, 68 Hacmosujee 8pems 0e3d/ibmepHamueHslii no 3pgekmusHocmu npenapam,
cneyuguuno deticmeyrwuti Ha NYUKOBYH, UACMUUHO CemMuamyr 30HY, U NPuBoOAWuli K KaemouHol
dezeHepayuu Kopsl HAONOUEYHUKA, Npu 3mom, He 3ampaeuseds Kayb6oukosyl 30Hy. Hapsdy c
npomueoonyxoieeblM 8o3deticmeuem, mumoman** obnadaem adpeHoAUMUUECKUM 3IPpekmom,
nospexcdas 6HympukiemouHsle pepmeHmeol, yuacmsyoujue 8 cuHmese cmepoudos, makum o6pazom,
CHUMAs UHMEHCUBHOCMb HAONOUEUHUKO08020 cmepoudozeHe3a [66, 67]. B ceasu c¢ 61oKuposanuem
cmepoudozeHe3a nayueHmol, nNoJayuarwue Mumoman™** Hyucoaromes 6 3amecmumensHoli mepanuu
2/1I0KOKOpMUKoOUdamu. YmeHblUleHUe YPOBHsl 2/1I0KOKOPMUKOUOO8 6 KpOBU CBS3AHO HE MOJIbKO C
adpeHonuMU4ecKoll aKmueHOCMbl0 MUMOMAHa™*, Ho u ¢ uHOyKyueli UM NeUeHOYH020 KJUPEeHCa
cmepoudos [68], 8 c853uU ¢ uem HE06X00UMO MUHUMYM O8YKPAMHOe yeeauueHue cmaHoapmHoli do3sl
3amecmumesnsHoll  mepanuu  HAONoueuHuKkosoli HedocmamouHocmu. HedocmamouHas — do3a
3amecmumessHOll mepanuu CHUXcaem nepeHoCUMOCMs MUMOMAaHa™* u ymsxicensem ezo nobGouHble
appexmol.

Ilpenapam ucnons3yemcst 8 Kauecmee 0CHO8H020 cpedcmea xumuomepanuu AKP ¢ 1970 zoda,
pekomendosar FDA — Agency of Food and Drug Administration, USA). B ¢espane 2018z. mumomat
enepeole 3apezucmpuposaH 6 Poccuu u paspewieH K npumeHeHuro. IIpenapam exjioueH 6 peecmp
HCU3HEHHO Heo0X00UMbIX U 8axcHeliuux sekapcmeeHHoslx npenapamos (JKHBJII) [69].

Hccnedosarus no aggexmusHocmu mumomana™* 8 adstoeaHmHom pexcume, npogodumsie 0o 2006
200a, omauuanucy npomugopeuussimu 8vieodamu. Ecnu adsiosanmuas mepanus nposodunace npu
pasmepax nepeuuHoli onyxonu 6onee 10 cm, mo npu cpasHeHuu C KOHMPOJbHBIMU 2pynnamu
nayueHmos, He NOJYYABWUX Npenapam, HO C MeHbWUMU pa3mepamu Onyxoneli — nNoJyueHsl
napadokcanvHvle  pe3ylvmamel, ceudemenscmeywjue 0 Jydwlux JieueOHbIX nokazamensx 6
KOHMPONbHBIX 2PYNNAx NayueHmos, He noayuagwux mumoman™* [70, 71].

B mynvmuyeHmpogom ucciedosaHuu u Mema-aHaiu3e Hemeyko-umasnbsHcKo20 pezucmpa nayueHmos
¢ AKP [72] aHanusuposaHsl pe3yivmamol JieueHus 177 nayueHmos u npooemMOHCMPUPOBAHO
yeenuueHue 6e3peyudusHozo nepuoda npu nposedeHuu adviosaHmHoti mepanuu — 42 mec npomus 10 u



25 mec 8 08yx KOHMPOJIbHBIX 2PYNNAX U CHUMCEHUe uacmomsl peyudusa 0o 49% npomus 73% u 91%
CO00MBemcmeeHHo.

Ilpu auanuse appekxmusHocmu mumomana™* y 246 nayueHmos ¢ pachpocmpaHeHHsIMU (Gopmamu
AKP (IV cmaduss ENSAT) 6 26% HabnwdeHuli ommeueH 006eKMUBHblli omeem 8 Co0meemcmeuu ¢
kpumepusmu RECIST (11 nayuenmos — nonHulli omeem, 52 — uacmuuHuili omeem) [75]. HyxcHo
ommemums, umo 8 OO0JbUUHCIMEe UCCNedosaHuli no apgexmusHocmu mumomava™* npu
pacnpocmpaneHHsIx popmax AKP ommeuaromcs cnedyioujue oouiue meHoeHyuu U 8s18006L:

® (CIyuau noJIHO20 U3JeyeHus UMerm mecmo, Ho A6as10mcs KpatiHeli pedkocmuoio;

® yacmuuHelli UNU NOJHBIL ONyXoJeevlli omeem 6 nodasnswoujem O0JbWUHCMBE ommeuaemcs: y
nayueHmos ¢ 0ocmuiceHUueM mepanesmuueckoli KOHYeHmpayuu mumomaua™** e kposu [76-79].

® He3asucuMo 0m doCMuXceHUs Uenedoli mepanesmuueckoli KOHYeHMpayuu ommeudaemcs ygeauyeHue
obujeli svHcusaemocmu, 6osiee ONUMeENbHOU Npu yenesvix 3HAUeHUsx mumomana™* e kposu [70-
74,80-82].

* Ha (poHe npuema Mmumomaa** e OGonvwluHcmee HabawdeHull yodaemcsi KOHMPOAUPOBAMb
nposeeHus zunepkopmuyusma [8].

e JocmudieHue yese6oli KOHYyeHmpayuu Mumomana™* e kposu He cezoa 3asucum om NPuUHUMaemoti
003bl npenapama, 6 0G0NbULEl CMeneHU 3asucum om KyMyAsiyuu 003bl, C8A3AHHOU ¢ ONUMENbHbIM
nepuodom  NONYMU3HU npenapama, umo dokaszvleaem —HeoOX0O0UMOCMb — MujamesbHO20
MOHUMOPUH2A YPOBHS MUMOMAaHa** @ Kposu u nocmostHHoll koppexyuu 003wl [78-79].

* Mumomau** umeem y3Kuili mepanesmuueckuii ouanasoH 003Upo8aHusi, 02PAHUUEHHBLL, C 0OHOLI
CMOpOHbL, Heobxodumocmulo Obicmpeliuiezo 0oCMUMEHUS. mepanesmuueckoli KOoHyeHmpayuu
npenapama 6onee 14 me/n, ¢ dpyzoli — nepeHocumMocmplo npenapama. B yesessix KOHUeHMPayusx
uacmoma no6ouHslx Idexkmos cocmasnsiem He meHee 80% HabawdeHuli (MUHUMyM 1 nobGouHsLl
apgexm), UHMEHCUBHOCME U AMNIUMYOA HeXeNamensHblX KIUHUUECKUX NPosieiieHull Hapacmaem ¢
nposeneHUSMU KyMYASyuu d03sl, NposisieHUs ucuezarom c ommeHot npenapama (Tabn. 6) [8].

Ta6auna 6. [lo6ounbie adderTsr MuTOTAaHA** [8, C M3MEHEHUSIMUA]

CuMnTOMBI Yacrota
[acTpoMHTeCTMHanbHbIe: TOWHOTa, pBoTa, Avapes OyeHb yacTo
LUHC: cOHnMBOCTb, 3aTOPMOXEHHOCTb, aTakcusi, [AW3apTpus, rO/0BOKPYXeHWe, Aenpeccus, OyeHb yacTo
CHWXKeHWe NaMsaTH, nosimHeponaTus

Haanoye4yHnkoBas HeJo0CTaTOYHOCTb OyeHb YacTo
MepBUYHBIN MTMNOrOHAAN3M Y MYXUUH Yacto
MMHekomactusa Yacto
KoxHas cbinb Yacto
AYTOUMMYHHbIV renatut Peako
ApTepuanbHas runepreHsus OuyeHb peako
[vnnonus, peTMHonaTusi, katapakTta, MaKysipHblii 0Tek OyeHb peako
FeMopparmyecknin umcTuT OyeHb peako
Bupax neyeHouYHbIX hepMeHToB (B ocHoBHOM [TTI) OueHb YacTo
YBenuyeHune ypoBHs CBsi3biBaloWmnx 6enkos OuyeHb yacTo
MnepxonecTepuHeMusl, rMNepTpUrIULEPULEMUS OyeHb yacTo
YBennueHne BpeMeHU KpoBoTeUeHUs OyeHb vacTo
JNeiikoneHus Yacto
TpoMmbouunTOoneHus, aHemMus Penko
NHAYKLUMSI MUKPOCOMAsIbHBIX MEeYeHOYHbIX (DepMEHTOB, YBENYMBAIOLWNX MeTabonnyeckuii KnmpeHc | OuyeHb YacTo
rNIOKOKOPTUKOCTeponaoBs, 6apbuTtypaTtos, BapdapuHa

OnpedeneHue uacmomast N06GOUHbBIX IPekmos: ouenv uacmo (>1/10), uacmo (>1/100 to <1/10),
Heuacmo (>1/1000 to <1/100), pedxo (om >1/10 000 do <1/1000), oueHs pedko rare (<1/10 000),
He U368eCmHO (He Moxcem Oblmb onpedejieHO HA OCHOBAHUU UMEIOUWUXCS HA Ce200HSAWHULL OeHb
pe3y6inamos uccnedos8aHuii).

Takum o06pasom, Mumomav™** nokasan 3HauumenbHyr IP@exmusHocms 8 OMmHOUIeHUU
6e3peyudusHoli  8vicusaemocmu nocine RO-pesekyuli u  ynyuuieHue nokazamesneii  ob6ujeti
sbLiCL8AEMOCMU NPU pachpocmpaHeHHblx popmax AKP.



e 3.2.3. PEKOMeHJIyeTCﬂ BCeM IIall¥MeHTaM, KOTOpPBIM IIOKa3aHa Tepanuss MUTOTaHOM™",
HaAYMHATh JIeueHe ¢ HeOOIbIINX 103 C IOCTeNeHHO’ BCKaJIaLlI/IEﬁ, 1104, KOHTPOJIeM COCTOSITHUA

MalenTa, MepeHoCMMOCTH JIeUueHs, KOHIIEHTPaluy MUTOTaHa
IMpunosxkenue A3) [83-85].

B IIJia3Me KpOBU (CM. TaKKe
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KommeHnTapwuit. Cyujecmayrom pasHsle cXemMsl mepanuu MUmomanom** Hu 00Ha u3 Hux He obnadaem
O0OKA3AHHBIM NpeuMyuecmeom Ha cez00HAWH Ul OeHb. Haubonee wWupoKO UCNONb3yemcs: cxemd,
npeononazawnujas cmapm mepanuu ¢ 003wt 1 2/cym ¢ nocmeneHHoli ackanayueti do3st Ha 0.5-1 2/cym
Kaxdvle 3 — 7 OHeli 0o cymmapHoii 0o3sl 8 4 z/cym. IIpu xopouieili nepeHocumocmu mMumomana**
Moxcem Oblmb UCNOJIL308AH N0O0X00 C BbICOKOLU HauanvHoli 0030l 1.5 2/cym u 6sicmpsiM ee
npupaujeHuem 0o 6 z/cym. JlansHeliuias Koppekyus 003st MUMoOmMana™** npogooumcs 8 coomeemcmeauu
¢ €20 KOHUeHmpayueii 8 kposu (Heo0Xo0umo onpedeneHue uepe3 4 Hedeau 0mMm MOMeHMA 8bIX00A HA
0o3y 4 unu 6 2/cym) u nepeHocumocmolo [83-85]. B pexcume 8blCOKUX 003 He0OX00UMO
KOHMPOUPO8AMs YPOBEeHb MUMOMAana** e kposu uepes 2—3 Hedesiu nocie Hauaia mepanuu.

B cpasHumenvHoM (QapmakoKuHemuuecKoM uccie008aHuUUl Pexcum € 8bICOKUMU 003aMu HA cmapme
mepanuu HA4aabHbIlli N0380UN 00CMUUbL Mepanesuieckozo OUanasoHa evitie 14 mke/mn y 6onsluezo
Kouuecmsa nauuermos. OOHAKoO amu pe3yivmamsl He ObLAU CMAMUCMUYecKU 3HAUYUMBIMU U3-3d
HedoCmamouHol MOwWHocmu ucciedosauus. IIomMumo amux 08yX pexcumos, Cyulecmeyem MHOMeCnao
Opyeux sapuayuti; 8s100p 3asucum om onsima eépaud, ocobeHHocmeli KauHuueckozo meueHuss AKP u
cocmosiHusa nayueHma. PekomeHdayuu no npumeHeHuio Mumomana** e kauecmee advlO8AHMHOU
mepanuu cm. makxce 8 IpunoxceHuu A3.

Mumoman™* aensemcs AUNOQUAbHBIM JIEKAPCMBEHHbIM CPeOCMB80OM U, KaK npednojdzaemcs, ayulie
ecaceleaemcsi U3 KUWeUHUKA Npu CO8MeCmHOM nompelieHuu C Hupocodepicawjumu npooykmamu,
Hanpumep, ¢ MOJIOKOM WIU WoKkonadoM. B cayuae ozpaHuueHHOU  XHceJlyOOuUHO-KUWEUHOL
MonepaHmHocmu Q0IHHO OblMb NPEONOHEHO CUMNMOMAMUUECKOe JieueHue MouHomol/peomsl u/uiu
duapeu.

Y 8cex nayueHmos, noayuamwjux mepanur) MUmomaHom** HeoOX00UMO Nposepsimy €20
JlekapcmeeHHovle 83aumodelicmeust ¢ Opyeumu npenapamamu (8 UACMHOCMU, U3-3d UHOYKYUU
yumoxpoma CYP3A4 nod enusHuem mumomana™*). Bce conymcmaywoujue gekapcmea 00JIHcHbl 0blmb
nposepeHsl Ha npedmem memabonusma CYP3A4 u 3ameHeHbl anbMepHAMUBHBIMU, eCaU 3MO
803MOMCHO. MonekynsapHole MexaHusMbl IPGekmos Mumomana™* 0o cux nop u3yueHol HeA0CMAaNmMouHo.
Tem He MeHee, U38ECMHO, UMO MUMOMAH™* nossluiaem 3KCNPeccuio NeueHoUHol MOHOOKCU2EeHA3bl
CYP3A4, memabonusupyowetli psod JiekapcmeeHHbIX 8eujecms. B cesa3u ¢ amum, 8ce npenapamal,
KOmMopble HA3HAUAOMCS NayueHmy O00HOBPEMEHHO C Npuemom mumomama™* u/unu Ha ¢oHe
npucymcmaus e2o KOHyeHmpayuu 8 Kpoeu, 00JI#cHbl Oblihb NPOBepeHsl HA npedmem memadoausma

CYP3A4 u 3ameHeHbl albmepHamueHsIMU, eciu 3mMo 603MOHCHO [86].

e 3.2.4. PekomeHAayeTcs TIpUMHMMATh MHIAMBUAYAJIbHOE pellieHle O BO3MOKHOCTU IPOBEAEHMUS
anbpioBaHTHON Tepanuy AKP y maluyMeHTOB € HMU3KUM/IIPOMEXYTOYHBIM PUCKOM pelyuanBa/
nporpeccupoBaHus (cM. Takcke [Ipumoskenne b Puc.1) [95].
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KommenTapuit. Ha cezo0HswHuli deHs, npoaugepamuesiii uHdexc Ki67 cuumaemcs o0HUM U3
Katouesslx npedukmopos peyudusa AKP; nayuenmst ¢ Ki67 <10% moeym npedcmasnsms co6oli
nodepynny nayueHmos ¢ OMHOCUMEIbHO 0osiee ONAZ0ONPUSMHBIM NPOZHO30M. B 813U ¢ amum y
NayueHmos ¢ HU3KUM/NPOMENCYMOUHBIM PUCKOM peyudusa/npozpeccuposarust (I-II cmaduu no
ENSAT, RO-pesexuuonHsili cmamyc u Ki67 <10%) adswoeanmuas mepanus MumomaHom™* moxem
Oblmb  upe3MepHoll, ¢ YuemoM B03MOMCHbIX HexelameslbHblX JleKapcmeeHHslx peakyuil. Ha
cezo0HAWHULl JeHb He B6anuduU3UPOBAHO HU 00H020 KJAUHUYECKO020, 2UCMONamonozuteckozo Uuau
MOJIEKYNISIPHO20 MapKepd, KOmopblii 661 00CmMosepHo Npedckasvleal peakyuro Ha mumoman** [9].

B Hacmoswee epems npodonxaemcs npocnekmueHoe uccnedoganue ADJUVO 6 omHouleHUu
nayuenmos ¢ uHoexkcom Ki67 <10%. C yuemom omcymcmeusi 00Cmo8epHblX OAHHBIX peuleHue o
803MOMHOCMU NpogedeHuss adslO8AHMHOL mepanuu MUmomaHom™* 'y nayueHmos ¢ HU3KUM/
NPOMENYMOUHBIM — pUCKOM  peyudusa/npoepeccuposarus AKP  moxem Oblmb  NpuHamo 8

UHOUBUOYAILHOM NOPAOKe NPU HAAUUUU (HaKmMOpos8 HebAazonpusmHozo NPozHo3d.



e 3.2.5. PekomeHpayeTcs manyieHTaMm ¢ HeorepabenbHbIM AKP, HammMumeM pacrmpocTpaHEHHOTO
MeTacTaTUUeCcKOro  Tmpollecca TMoIe  pe3eKUuyu  TEepPBUYHON  OMyXoiu,  ObICTPBIM
MPOTPeCcCMpPOBaHMEM 3a00eBaHMs IPOBOAUTh I[UTOTOKCUUECKYIO TEpamuio [0 CXeMe
STOMO3UA ¥, #IOKCOPYOUIIMH™*, #UMUCIIATUH** (peXUM TIpUBeIeH B Tabiuie 7) — Ha doHe
MPOIOJ/DKAIOIIErOCs MprieMa MUTOTaHa** exkeTHEBHO B J103e, 06ecrieunBalolieil ero comepxaHue
B ChIBOPOTKE KPOBU Ha ypoBHe 14-20 MKr/am 6e3 mepepbiBa MeKAY LMKIaMU XMMUOTeparuu
(cxema EDP-M) [93].
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e PekomeHayeTCs MalyieHTaM C HEBBICOKOJ OITyXOJIEBOJ HAarpy3KOl U MeIJIEHHOV Mporpeccuent
paccMOTpeTh BOIIPOC O MOHOTEPAIUy MUTOTAHOM** B KOMOMHAIMM C BO3MOXKHBIMY MECTHBIMU
LUTOPeLYKTUBHBIMM MUJIM PAAVIONIOTMYeCKMMM MEeTOLAMM B KaueCTBe IIePBUYHOrO JieueHus (CM.

tacke [Tpunosxkenue b Puc.2) [8,13,93,95].
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Kommenrapuit. Ilayuenms: ¢ HeonepabenvHvim  AKP, Haiuuuem  pacnpocmpaHéHHozo
Memacmamuueckozo npoyecca nocjie pe3exyuu NepeudHoli onyxoau, ObICmMpbLM NPOZPECccUpo8aHuem
3a0071e8aHust Q0JKCHLI NOJYUAMsb YUIMOMOKCUYECKY Xumuomepanut (cm. makxce Tpunoxcerue I'l
Ta6n. 15-17).

B meuenue OnumenvHo20 6pemMeHU cuumanocs, umo AKP saensemcs cmolikumM K cmavoapmHoli
yumocmamuueckoti xumuomepanuu. [87-91].

Cpedu 83pocnblx nayueHmos Haubosnee 3IPPexmusHoiM , N0 OAHHBIM PAHOOMU3UPOBAHHO20
uccnedoganuss FIRM-ACT (FIRM-ACT ClinicalTrials.gov number, NCT00094497), npu3HaHa
KoMOuHauus amonosuda**, #dokcopyouyuHa** u #yucnaamuHa**, Ha QoHe NOCMOSAHHO20 Npuema
mumomana** (cxema EDP-M). Hccnedosanue exawudano 304 nayueHma ¢ pachpocmpaHeHHsiM
sapuanmom AKP. Ilpu cpasHeHuu uacmomest omeema Ha mepanuto EDP-M 6 cpasHeHuu co cxemoll
cmpenmo3omoyun+mumoman** (S+M) nokazaxHa docmosepHo 60Jiee 8blCOKAs uacmoma omeema Ha
EDP-M: 23,2% npomue 9,2% Ha S+M (P<0,001), u 6onvluee 8pems cmabuausayuu 3a6onesaqus (5 mec
npomus 2), HO He NOKA3a10 3HAUUMBIX pasauduii 6 ooulell sviicusaemocmu (14,8 mec npomus 12,0)
[93].

Tepanesmuueckue onyuu 051 demckoii nonyasyuu nayueHmos ¢ AKP maxxie ecbMa 0zpaHuveHsl U 8
yenom cosnadarwm ¢ makoevimMu Ons  83pociawlx  [132]  JlokasamenvHass 6asa  OCHOB8AHA
npeumyuw,ecmeeHHo Ha pe3yibmamax ucciedo8aHull ¢ yuacmuem 83pocislx NayueHmos; ucciedosaHus
¢ yuacmuem demell eQUHUUHblE, XAPAKMEPUIYIOMCS MAlbM 006eMoM 8bl60pKU. B ucciedosanuu ¢
yuacmuem 11 demeii ¢ pacnpocmpaHeHHsimM AKP nonuwlii unu uacmuuHstli omeem docmuzHym 6 81%
cryuaes (9 nayueHmos) npu npumeHeHuu npomokona EDP-M  Ha ¢oHe OdocmusceHus
mepanesmuueckoli KoHyeHmpayuu mumomaua™** e kposu [133]. IIpomoxon EDP-M ucnons3yemcs 6
Kauecmee 1 JUHUU NOJUXUMUOMeEpPANUU, 8He 3d8UCUMOCU om 803pacma nayuedma (cm. Tabn. 7). B
KJUHUYeCKOU npakmuke Onst 83pocislx nayueHmos ¢ AKP Haubojiee uacmo ucnons3yemcs nepeoiii
pexum 0o3uposarusl, 8 demckoti nonyasyuu — 6mopoti.

Ta6muua 7. PeXuMbl MOIMXMMUOTEPAIINY, UCIIONb3yeMble B KauecTBe 1 JUMHUM Tepamuu
(cxema EDP-M)

KoMmnoHeHT Tepanun Pe)xum no3npoBaHus
MepBbiii BapuaHT [93] Bropoii BapuaHT [134, 133]
Stonosua** 100 Mr/m2 B/B B 2-4 CyT 100 Mr/m2 B/B B 5-7 CyT
#[oKcopybuLMH** 40 mr/M2B/B B 1 CYT 20 mr/M2B/B B 11 8 CYT
#Uncnnatur** 40 Mr/M2B/B B3 14 CyT 40 Mr/M2B/BB 119 cyT
MuToTaH** exeHeBHO B A03e, obecneuynBalolleli ero coAepxaHve B CbIBOPOTKE KPOBMW Ha
ypoBHe 14-20 mkr/nm 6e3 nepepbiBa MeXAy LUMKIaMuM XMMUoTepanumn
Kypc xummnoTepanumn nostopseTcs Kaxable 28 aHei

e 3.2.6. PekoMeHIyeTcsl MauyeHTaMm C pacnpocTpaHeHHbIM AKP B KauecTBe Tepanuu 2 JMHUU
KOMOMHALVS #TeMINTa0MHA™* 1 GTOPIUPUMUINHOB (#dTOpyparmn™™ uim #KameuuTadua™*) —
Ha (oHe TPOAOIKAIOIIErocs MpueMa MUTOTaHA™* eXeqHEBHO B [103e, obecrieunBalolleil ero
cofiepskaHMe B ChIBOPOTKE KpOBM Ha ypoBHe 14-20 MKr/am 6e3 repepbiBa MeXIY LMKIAMU
xumMmuorepanuu [94].
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KommeHTapuit. Pexcumsl Xumuomepanuu, npuMeHsiemble 80 2 JUHUU JeUeHUs! pacnpocmpaHeHH020
paka kopwl HaonoueuHuxos npedcmaenexst 8 Tabn. 8 [94].

TaGJmua 8. PexxuumMbl NNOJIMXUMHOTEpPAInM, UCI10/JIb3yeMbI€ B KaueCTBe 2 TUHUU Tepanun

KomnoHeHT Tepanumn MepBblii BapuaHT BTopoii BapuaHT

#emMumTabmuH** 800 mMr/m2 B/B 1, 8 AHM Kkaxable 21 800 mr/m2 B/B 1, 8 AHM Kaxable 21
AeHb feHb

#DTOpYpaumn** 200 Mr/M2 B/B  exedHeBHO A0

nporpeccvpoBaHus 3abonesaHus

#Kaneuntabun** 1500 Mr/cyT BHYTPb eXeAHEeBHO A0
nporpeccupoBaHuns 3abonesaHns

MuToTaH** exeaHeBHO B [103e, obecrneunBalolleil ero coepxaHue B CbIBOPOTKE KPOBM Ha
ypoBHe 14-20 Mkr/nm 6e3 nepepbiBa MeXAy LUMKNaMU XMMuoTepanumn

e 3.2.7. PekomeHAayeTcsl NPUHATh MHAVBUIYAJIbHOE pelleHVe O BO3MOXHOCTU IMPOBeNeHMUS
nonuxumoTepanuyu AKP B afblOBaHTHOM peXyuMe y MalMeHTOB C BBICOKMM PUCKOM peluanBa/
nporpeccupoBanus (cM. Taxke [Ipunoxkenne b Puc.1) [8,13].
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KommeHTapuii. PymunHoe npogedeHue YumomoKkcuueckoli Noauxumomepanuu He yeiecoobpasHo, ¢
YUemoM PUCKO8 HEeNCeJIAMEebHbIX JIEKAPCINBEHHBIX PeaKyuli.

Ha cezoonsiwHull OeHb, daHHble 00 UCNO0b308AHUU YUMOMOKCUUECKUX NPenapamos 8 adslo8aHmHoM
pexwume ozpanuyeHsl. Tem He MeHee, O00abWUHCMB0 3Kkcnepmos Esponelickozo obwecmsa
aHdokpuHonozos (European Society of Endocrinology) u ENSAT 00o6psitom unousudyanvbHoe peuieHue
8onpoca o 803MoxcHocmu hposeedexus noauxumomepanuu AKP 6 adsto8aHmuom pexcume y nayueHmos
C 8bICOKUM pUCKOM peyudusa/npozpeccuposarust (Hanpumep, Ki67> 30%, onyxonesvili mpomob 6
HuxcHetl nonotl eeHe unu R1-pesexyus).

IMayuenmost ¢ R2-pe3eKyuoHHbIM CMAmMycom OOHCHbl  PACCMAmMpuBamoscsi Kak nayueHmst c
pacnpocmparerHsim AKP (cm pa3so. 5.3.1 u Ipunoxcenue b Puc.2).

3.3. UHOoe 1eueHMe

3.3.1. IucTaHUMOHHAsI TyyeBasi Tepanus

e 3.3.1.1. /lucmanyuonHas nyuesas mepanus (IJIT) sensemcs memooom evi6opa o1t NaniuamueHoti
mepanuu npu memacmasax AKP e kocmu U YyeHmpansHyrw HepsHyl cucmemy. PekomeHdyemcs
nayueHmam ¢ KocmHvmu memacmasamu AKP pewums 60npoc 0 npogedeHuu NAaniuamugHoli
JIyueeoli mepanuu ¢ Uyenvto YyMeHvlieHUs 007e6020 cuHOpoma. Jlyuesas mepanus Moxiem
npoB8ooUMbC PA3IUUHBLMU PEXCUMAaMuU GpakyuoHuposarus — 24Ip 3a 6 ¢ppaxuuii 3a 2 Hedenu, 30Ip
3a 10 ¢pakyuti 3a 2 nedenu, 8Ip 3a 1 ppaxyuio [8].
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Kommenrapwuit. /[numensHoe 8pems AKP cuumancs paduoHeuyscmeumensHoli onyxonsio. B
Hacmosujee epems uzeecmto, umo JIT si8nsemcs memooom 8v160pa Ons NANIUAMUBHOL mepanuu
npu memacmasax AKP 8 kocmu u uyeHmpansHyt HepgHyto cucmemy (30-40 Ipeii). Hccnedyromcs
803MOMCHOCIMU KOHQPOPMHOIl nyuesoli mepanuu ¢ 3D-nnaHuposkoli Kak npu Hepe3ekmabenbHblX
opmax 3abonesarus, mak u 8 kauecmae JONOJHUMENbHO20 Memoda MecmHo20 8030elicmeus nocie
HepaouKkanbHo20 XUpypeutecKozo JieueHusl.

e 3.3.1.2. UIT moxcem npumeHsmocs 8 AONONHEeHUe K mepanuu MUmomaHom ** Ha uHousudyaibHoti
ocHoge y nayueHmos nocne RI1 pesexyuu. Pexomendyemcss nayueHmam ¢ JOKAIU308AHHOL
cmadueii adpeHOKOPMUKAIbHO20 PaKa Nocje 8bINONHEHUs XUPYPeuHeckozo 8Meulamenscmed npu
Hanuuuu Npu3HAako8 BblCOK020 PUCKA JIOKAJIbHO20 peyudusa (nonoxcumesibHvle Kpas pe3eKyuul)
pewiums 80npoc 0 nposedeHuu OUCMAHYUOHHOU 3D -KOHpOpMHOU Jiyuegoli mepanuu Ha Jioxce
YOanéHHOU onyxoau 8 donoJiHeHUe K mepanuu Mumomauom** 3D-KoH@opMHAs Jiyuesas mepanus
Ha Jioxce onyxoau nposodumcs PO 2Ip do COIT 50-60Ip 5 pa3z 6 Hedento [95-99].
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o Pekomendyemca nayueHmam ¢ npozpeccupyouwjum uiu peuuousupyiowum meueduem AKP 8
JonosiHeHUe K XUpypeuuecKum 6MewamensCmeam peuliums 60npoc 0 nhposedeHUU JIOKATbHOLI
JIyueeoli mepanuu Ha 0071acmMb ONYX0aU (8 3ABUCUMOCMU OM NPOZHOCMUUECKUX (PaKkmopos,
JIOKaau3ayuu onyxonu, npednoumeruti nayuerma) [95-99].
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Kommenmapuii. Ilo danHsim umepamypol, npumererue JJIT cnocobHO npedomepamums MecmHoe
peyudusuposaHue, HO He O0KaA3bleaem 3HAUUMENbHO20 6JUSIHUSL HA PUCK  0mMOaieHHO0z20
memacmasuposauust u obwyw evixusaemocms [95-97]. HM3eecmHo, umo UMeHHO omodjieHHble
Memacmassl aeasromcs npuuuHoii 40-60% peyudusos AKP u okaswsiearom 3HauumensHoe ausHue Ha
NnpoeHo3 nayueHma, u ux mpyoHee s¢ppexkmugHo seuums. Tem He MeHee, NPOGUAAKMUKA 0CTOHCHEHUL,
8bI36(AHHDBIX MECMHbIMU peyudusamu, ceudemenpcmayem 8 nojwv3y Jyuegoli mepanuu. Ads08aHmMHas
JIT moxcem 6bimsb 0C00EHHO Yes1eco006pasHoli y nayueHmos ¢ pesekyueti R1.

Kombunayus nyuesoii mepanuu u mumomaua™** 6uonozuuecku o6ocHosana [98, 99] u 603moxcHa, HO
Modcem 0bimb c8s3aHa ¢ 6ovuleli mokcuuHocmoto. Hedonycmuma omcpouxka mepanuu Mumomanom**
u/unu cucmemHoli Xumuomepanuu u3-3a nposederus JIT.

Boicokuli puck uHmpaonepayuoHHHOU O0NyXonegoli ducceMuHayuu He se6Jislemcst NoKasaHuem K
nposedenuio JIT.

Jnumenvtoe spems AKP cuumancs paduoHeuyscmeumensHoli onyxoavto. I1o 0aHHsIM JUMeEpPamypel,
npumenerue [IJIT cnocobHo npedomepamums MeCmHOE peyudusuposaHie, HO He O0KA3bieaem
3HAUUMEILHO20 BAUSHUS HA PUCK 0MOAIEHHO20 MEMAcmasuposaHust u ooy evixusaemocms [95-
97].

KombuHnayus nyuesoii mepanuu u mumomaua™* 6uonozuuecku o6ocHosana [98, 99] u 803moxcHa, HO

Moxcem Oblmp c853aHa ¢ 6obuwieli mokcuuHocmeto. Hedonycmuma omcpouka mepanuu MumomaHom
u/unu cucmemHoli Xumuomepanuu u3-3a nposederus JIT.

Boicokuil puck uHmMpaonepayuoHHHol onyxoneeoli OucceMuHayuu He s6Jsemcs NOKA3aHUueM K
npoeederuto IIT.

3.3.2. 3amecTuTenbHasA Tepanus HAAIIOYEYHMKOBOI HEJOCTATOUHOCTH IIpU JIeUeHUU
MUTOTAaHOM **

3.3.2.1. PekomeHAyeTcs1 BceM TMalMeHTaM, MOIYJaloMM Tepanuio MUTOTaHOM™**, TTPOBOAUTH
3aMeCTUTEeNbHYI0 Tepanuio HaJIlOYeuHMKOBOV HeIOCTAaTOYHOCTM. B ciyuae rurepKopTHUIM3Ma
HeOOXOIVIMOCTh MPOBEEHUST 3aMEeCTUTEIbHOM Tepanuy HOJKHA 00CYKIAThCS MHOUBUIYAIbHO.
OnTMMaabHBIMM TIperapaTamMiu SBISIIOTCS TMAPOKOPTM30H**,  [IpmeM MUTOTaHa™* MPUBOAUT K
MHAYKIYM [I€YeHOUHOTO KIMPEHCa CTePOUAO0B U MOBBILIEHNIO YPOBHS KOPTU30JI-CBSI3bIBAIOLIErO
00yIMHAa B KPOBM, B CBA3M C ITUM HEOOXOAMMO MUHMMYM [ABYKPaTHOe YBeIuveHue
CTAaHAAPTHOI [03bI 3aMeCTUTETbHON Tepanuy HaJIIOYeyHMKOBOI HemocraTouHoctu [83-85, 93,
131].
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KommeHTapwuii. 3amecmumensHylo mepanuio HaonoueuHuKogol HedocmamouHocmu, 00ycn081eHHOL
npuemom Mumomaxa** Kax npasuno, HA4UHAKM C nepeozo OHs e20 npumeHeHus. Haubonee
pacnpocmpaxeHHoll cmpamezuell s6asemcs cmapm mepanuu ¢ UCNONb308AHUEM  NOJHOL
3amecmumensHoli 003bl  2/1I0KOKOPMUKOUO08, KOmMopas. OO0NMHA, KAK MUHUMYM, 8 08d pasd
npesviuiams cmaHdapmHyw (cm. maxxie paso. 3.2.2). AnbmepHamueHas cmpamezust COCMoum 6 mom,
umoobsl Hauame 3amecmumensvHyr mepanuio 8 pedyyuposamHoli doze — 20 me/cym 2udpoKopmu3oHa™*
¢ nocmeneHHoll 3ckanayueli 8 meueHue HeCKOJbKUX Hedenb. CymmapHas 0o3a 2udpoKopmu3oHa™*
006b1uHO cocmasisiem 50 mz/cym, 00HAKO HEKOMOPbIM nayueHmam mpedyrmcs cymoutsie 003t do 100
Me.

He cyujecmgyem HadexH020 J1a00pamopHoz0 Mapkepa O0ns onpedesieHuss ONMuMAanbHoli 003bl
2udpoxkopmu3oHa. AdekeamHoCMy 3amecmumensbHoll mepanuu HA0NO4eYHUKOB80L HedoCmamouHocmu
Ha ¢oHe mepanuu MUmMomaHom™* donncHa 0CHOBbIBAMBCA HA NAPAMEMPAx KAUHUYECKOL KaApMmuHbl,
makux Kaxk apmepuansHoe 0aesJieHue, NyjasC, annemun, mouwiHoma/peoma, OUHAMUKa maccol mend. B
Kauecmee 8CNOMO2amesibHbIX GUOMAPKepos, NOMUMO KAUHUYECKOU KapmuHsl, MO2ym yuyumoléamoCs
KoHyeHmpayuu AKTT u xanus Kposu.



IIpu npucoeduHeHUU UHMEPKYPPEHMHbIX 3a60Ne8aHuli, cmpecce (NCUXOJ02UUECKUe UAU MSNcenble
usuueckue Hazpys3ku) HeoOX00UMO Yeeluuusams 003y 2aKokopmukoudos 8 1.5-3 pasa Ha 8pems
ocmpoli ¢assl 3abonesanus uau MomeHm eo3sdeticmeus cmpecca. B danvHeliwem uenecoobpasem
803eépam K 00bIUHOL 3amecmumesbHoll 003e, KOMOpYlo nayueHm npuHuman 0o Oone3Hu. B ciayuae
HEBO3MOXCHOCMU NEePOPATbHO20 NPUEMA 2IHOKOKOPIMUKOUA08 NO 00bIM NPUUUHAM, 803HUKHOBEHUS
JII00BIX  OCMPbIX  COCMOSAHULL HEoOX00uM nepexod Ha NAPeHMepanbHuili Nyms UX 68e0eHUs.
OnmumMansHeLM NPENapamom makice A8AsLemcs 2uopoKopmMu3oH **,

Y  Hekomopwslx nayueHmos, NOAYUARWUX MUMOMAax™** mozym HAGNOOaAmMuvCs  CUMNIMOMbl
MUHEpPAIKOPMuUKouoHoli  HedocmamouHocmu  (2unepkaiuemusi, 2UNOHampuemus,  2unOMOHUS,
c1abocms), HecMoOmpsl HA NPUMeHeHUe 2J1I0KOKOPMUKOUA08 8 NOHOU 3amecmumensHoli doze. B amom
cyuae HeoOXo0umo pewiums 8onpoc o dobasneHuu K mepanuu (ayopoKopmuson™*a, ¢ yuemom
KAUHUYeCKOU KapmuHbl, yPOBHSL 2JIEKMPONUMO8 U PEHUHA/AKMUBHOCMU PeHUHA Naasmbl. [9].

3.3.3. AHTUpe30pOTUBHAS Tepamnus

e 3.3.3.1. Pexomenpayercsa mnauyeHtam ¢ AKP u KOCTHbIMM MeTacTa3aMu IIPOBOAUTH
aHTUPe30POTUBHYIO Tepanuio [8,13].
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KommenTapwuii. Memacmasst 6 xocmu y nayueHmos ¢ AKP accoyuupogaHsl ¢ HU3SKUM Kauecmeom
HCU3HU U3-3a 6071e8020 CUHOPOMA, 8 MAKX#e C B03HUKHOBEHUEM NAMOoJI02UUecKUX nepesomos,
KoMnpeccuu CNUHHOZ0 MO032d U 2unepkansyuemuu. B xode HecKoIbKUX pPaAHOOMUSUPOBAHHBIX
uccnedosanuti III ¢passt 6bL10 NOKA3AHO, UMO UMO UH2UOUMOPBI KOCMHOL pe3opOyuu, maxue Kak
oucpocornamst u deHocymab **, aghhexmuaHsl y nayueHmos ¢ Memacmasamu 8 Kocmu npu NepeuudHbslx
3J10KAYeCMBEHHbIX HOB000PA308AHULI  MONOUHOLI  Hcene3vl, npedcmamensvHoll  Hene3vl, Je2KUX.
ocmamouHbix daHHbix 0ns nayueHmos ¢ AKP e nacmosuwee epems Hem. OOHAKO, OCHO8bI8ASICL HA
mux pesynbmamax, jeueHue NAYUeHmos8 ¢ KOCMHbIMU Memacmasamu ao0slX pakos ¢ NOMOULbHO
aHmupe3opbmueHoii mepanuu cmano obujenpuHsamoti npakmuxoti. [loamomy y nayuermos ¢ AKP u
KOCMHbIMU  Memacmasamu  yenecoobpasHo HasHauame OucocorHamel 6 seuebHblx 003aX 8
couemanuu ¢ nompebaeHueM Kaavyus u eumamuua D.

Y nayuenmos ¢ AKP u eunepKopmuyusmom OmMeueH NOBbIUEHHDILI PUCK 2NI0KOPMUKOUOHO20
0CMeonopo3a U 0CMeonopomudeckux nepeaomos. Omoll epynne NAayueHmos Uyeaecoo0pasHo
nposedeHue aHMupe3opOMUBHOL mepanuu ¢  UCNOIb308AHUEM — «AHIMUOCMEONOPO3HLIX  003»
bucgocppornamos unu derHocymaba** TIoCKONbKY PUCK NepesioMos ObICMpPO CHUMCAemcs hnocje
HOPMAU3AyuU Ypo8Hs KOPMU301d 8 KposU, NPoOoHeHUe aHMUOCIMeonopomuueckoli mepanuu
00bIYHO He mpedyemcsl nocie KynupogaHust 2unepkopmuyumd.

3.3.4. KoHTpauenuusa

e 3.3.4.1. PexomeHAyeTcsi TalMeHTKaM pPeNMpOAYKTMBHOTO BO3pacTa, IOTYYaIOIIMM
LIMTOTOKCUMYECKYIO XMMMOTEPAIMI0 /UM Teparnmio MUTOTaHOM™* momo6paTh 3¢hdeKTUBHbIE
MeTonbl KoHTpauenuuy [100-101].
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KommenTapuii. Llumomokcudeckas XumMuomepanuu u mepanus. MUumomaHom** accoyuuposatot ¢
NOMEHYUANIbHBIMU MEePAMOeHHbIMU (P Hekmamil, 8 C8s3u ¢ uem HacmynieHue GepeMeHHOCMU Ha
(hoHe npumeHeHUss 3mMux Memodos JieueHuss NPoMuUsonoKasaHo. Ina npedomepaujeHus HacmynieHus
HexenamenvHoli  OepeMeHHOCMU — NayueHmxam  penpodyKmueHoz20 803pacma  UenecoodpasHo
npumeHeHue 3 pexmusHsix Memooos KOHmMpavenyuu (cM makice paso. 5.4).

Ha cezo0HswHUll OeHb u3secmHo, umo kaemku AKP Mmozym 3Kcnpeccuposams 3CmpozeHo8ble
peuyenmopol. Kpome mozo, 8 0OKAUHUUECKUX UCCIE008AHUSIX ObLIO0 NOKA3AHO, UMO 3ICMPO2eHbl MO2ym
cmumynuposams npoepeccuposarue AKP 3a cuem nepekpecmHsix 83aumooelicmeuti ¢ CUzHAIbHbIMU
nymsmu uHcyJIuHonodo6Hozo gaxkmopa pocma (IGF, insulin-like growth factor). B c8s3u ¢ amum
npednoumerue ciedyem omdasams He COOePHAUUM ICMPO2eHbl KOHMPAUenmusHslM Npenapamam u
6apvepHbimM Memodam koHmpayenyuu [100, 101].

,HI/IETOTepal'H/Iﬂ 1 00e300/1MBaHMe He MIPUMEHAIOTCA.



4. PeaOunuranus

¢ 4.1. PeKOMeHayeTCs TTPOBOAUTDL peadbmauTanyio nanyeHToB ¢ AKP, opueHTUpysich Ha 001IMe
TIPUHIUITBI PeabWINTAlNY TTAIIMeHTOB T0C/Ie TTPOBEeIeHHBIX XUPYPTUUECKUX BMEIIATeNbCTB 1/
WM XUMUOTepanuu. Peabunauranusi MalMeHTOB, OMEPUPOBAHHBIX IO TOBOAY TOPMOHAIbHO-
aKTUBHOI OITyXOJIM, TOJDKHA BK/IIOYATh MPOGUIAKTUKY HAATIOYEUHVKOBOY HEJOCTATOYHOCTY B
rocjaeorepauoHHOM epuoze [13, 19, 24].
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5. IIpodunakruka

5.1. Mpodunakruka AKP

[MepBuunas npodunakruka AKP oTcyTCTBYIOT.

BropuuHasi mpoduiakTika mnporpeccrpoBanusi AKP 3akmouaercss B HaJjiexalleM JedeHUuu U
peryasipHOM 06C/IeJOBaHMM MALIMEeHTOB B MOJTHOM 00beMe (CM. pasf. 3 u 5.2).

5.2. ITocieoniepanioHHOe HaGaIOAeHe nanueHToB ¢ AKP

5.2.1. Bcem mnauueHTam ¢ AKP pekoMeHAyeTcsl perysipHoe obcienoBaHue, BKIouatoiiee (1)
BU3YaJIM3UPYIOIIJE MCC/IeI0BaHMSI OPraHOB GPIOIIHO MOIOCTY, MaJIOTO Ta3a, IPYAHOI KIeTKH, (2)
JlabopaTopHbIe MCC/IeAOBaHMs TOPMOHA/IbHOI OITyX0JIeBOi ceKpelyn. B TeueHue mepBbIX 2-X JIeT
OT MOMEHTA IMOCTAaHOBKM AMArH03a Moc/ie PagyKaabHOTO XUPYPTUIECKOTO JTedeHusT 00cienoBaHNe
MPOBOAST He pexke 1 pasa B 2-3 Mecsiia, ganee — He pexke 1 pasa B 3 — 6 MecsilieB B TeueHMe
noutenymmux 3x yet. Ilowte 5-Tu et 6e3penuauBHOrO TeueHust AKP MHTepBaabl MOTYT OBbITh
yYBeJIMUEeHBI 10 6-12 MecsieB. B ciaydyae pacnpocTpaHeHHOro/mporpeccupyioiiero AKP penreHne 06
ONITUMAJIbHOI TIEPUOAVNYHOCTU 00CIeJOBaHMS IPUHMMAETCSI MHAMBUIYAIbHO; KaK MPaBUIO, OHO
poBOAUTCS He pexxe 1 pasa B 2-3 mecsina [1, 8, 9] (cm taxke Ipunosxkenne b Puc 1. Y Puc. 2).
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KommeHTapwmii. PezynspHoe cmaduposaHue onyxosiegozo npoyecca 6 JuHamuke HeOOXOAVMO st
CBOEBPEMEHHOI KOPPeKIVM JeueOHOU makmuku U NpPoZHO3UPOSAHUs meueHus 3a060/1e8aHUSL.
Onpedenexue pacnpocmpaHeHHOCMU 0NyX0le8020 NpPoyecca — B8blsIBIEHUSL JIOKO-PeZUOHAPHO20
peyudusa unu omoaieHHo20 Memacmasuposanus — nposodumcs. Ha ocHosanuu KT neekux, KT unu
MPT 201061020 Mo032a u 6prowHOl nonocmu, cyunmuepaguu u MPT kocmeii, 18@AT-TIDT/KT. o
Hacmosiujezo  8peMeHu  Hem  ONYONUKOBAHHBIX  UCCNE008AHUL, NOCBAUWEHHBIX  ONMUMAIBLHOL
nepuoduuHocmu o6cnedosarust npu AKP. B céa3u ¢ 3mum pekoMeHOayuu OCHOB8AHbl HA MHeHUU
akcnepmos Esponetickozo obujecmea sHdokpuHonozos (European Society of Endocrinology) u ENSAT.

Bcem nayuenmam ¢ AKP nokasaHo pezynsipHoe npogedetue 1a6opamopHsix mecmos 0711 onpedeeHus
20PMOHAJILHOLL  Onyxonegoli cekpeyuu, uYmo cnocobcmeyem paHHemy 6bvlsieHulo  peyudusa/
npozpeccuposarusi 3abonesarus. OuesuoHo, umo 6GUOXUMUUECKOLI oOyeHKe, 8 nepsyw oueped,
nodnexam cmepouoHvle 20PMOHbI U/UIU Memabonumol, KOMopsle NPUCymcmeosanu 80 8pems
duaeHocmuKku ucxooHoli onyxonu. Tem He MeHee, psi0 IKCNepmos Uenecoo0pa3Ho OyeHu8ams 8echb
CMepouodHblli cnekmp Kopbl HAONOUeUHUK08, mak Kak Hekomopvle AKP mozym ¢ meueHuem e8pemeHU
U3MEHsMb PYHKYUOHALHYI0 AKMUBHOCMD [9].

5.2.2. Bcem mammentam ¢ AKP, monyyaomyMM Tepanuio MUTOTAaHOM™*, pPeKOMEHAYeTCs
peryisipHoe oIpefelieHMe KOHIIEHTpaluM MUTOTaHa** B KpoBu. lleneBoit OuMaria3oH
KOHIIEHTpanyuu MUTOTaHa** B KpoBu cocrasisier 14 — 20 mkr/mi [8, 83, 102, 103] (cMm. Takke
[Mpunosxkenue A3).
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KomMmenTapuit. V3kuii mepanesmuueckuii o0uanasoH mumomaHa** o6ycaoeausaem
Heo6X00UMOCING pezy/IAPHOZ0 MOHUINOPUPOBAHUsS €20 KOHUeHmpauuu 6 mnjidasme Kpoeu.
OnpedeneHue ypoeHs Mmumomana™* e niazme onmMumMaisHo NPoeoouUIns 8 ympeHHue Uacsl Yepes,
no kpaiiueti mepe, 12 uacoe om momeHma nociaedoHezo ezo npuema.

Ha cmapme unu npu 60300HO6/IeHUU mepanuu MumomaHom™*, 0o mex nop, Nnoka ezo
KOHUeHmpauyus He 0ocmuzia ueneeoz0 YpoeHsa > 14 wmxke/mn, caedyem npoeodums
MoHumopupoeaHue He pexce 1 pasa 6 3-4 Hedenu; 6 OdanvHeliuleM nocie docmuxceHus u
CcMabubHO20 COXpAHEHUs MmepanesmMu4ecKoli KOHUeHmpayuu 6 Kposu 00cmamo4Ho usmepsamas
ypoeeHbs Mumoman** 6 naasme Kaxcovle 4—12 Hedenw.

Ha cmapme uau npu 60300HO6/IeHUU mepanuu MumomaHom™*, 0o mex nop, noka ezo
KoHyeHmpauyus <14 mke/mn, yenecoobpasHo npoeoodums nocimeneHHyr 3CKanayuio cymo4Holi
0036l NpU HOPMAILHOII NepeHocumocmu do docmuxceHUs: mepanesmuyeckozo duanasona. Ilpu
nodéope onmumanvHoii 0036l Mumomama** Heo6xo0UMO YuuUMbIBAMb O0COGEHHOCMU €20



¢apmakokuHemuku, 6 UACMHOCMU, BbICOKYW  JUNOPUABHOCIMB,  00YCN081UBAIOULYI0
JdenoHupoeatue 8 #upoeoli MmKaHu u MedjleHHOe 8bIC8000NMc0eHUe 8 KPOBb 6 DaybHelilleM.

BoaswuHcmeo nauyueHmos ommeudaem ime UiU UHble N0oGOuHble 3dekmobr mumomana™*,
8bIPANHCEHHOCMb KOMOPbIX Koppenupyem, KaKk npasuwio, ¢ ez0 KOHUeHmpauueil 6 Kposu (cm.
maxkxce pa3o. 3.2.2 u maén. 6). Tem He MeHee, HeKOMopbvle XceJy0oUHO-KUllleUHble NOO0UHblE
aekmsl (maxkue kKaxk oJuapes), no-eudumomy, 6 0oJblUlell cmeneHU Koppeaupywm ¢
nepopansHoii 003UpoeKoli, Uem C ypoeHeM 6 njiazme, U 6Cmpeudaromcs yauie 6 Hauasjue jeueHus
[8, 83, 83, 102, 103]. HexcenamenvHovie s6JieHUA HEGPOJ02UUECKO20 Xapakmepa uauje
603HUKamM npu npeesluieHuu kKoHyeHmpavuuu 20 mxe/ma [76-78]. Iloamomy mHo2ue IKchepmbol
pekomeHdylom nododepxycusames KoOHUeHmMpauuio 6 naasme Huxce 20 mke/ma. OOHAKO ecmb
JdaHHble 0 Mom, umo 06ojiee BbICOKUE YPOBGHU MUIMomMaHa** e njasme makxyce mozym Oblinb
céa3aHbl ¢ Gosee 6bICOKOU IPekmuenocmoio. Kpome mozo, Hekomopwle nauyueHmost He
UCNbIMBIEAION COOMBEMCMEYIOUIUX HeXcelamebHbIX s6J1eHUll dajce Npu YpOBHAX 6 njaasme
3HauumenvbHo eoviuie 20 MK2/MI.

Seske

e 5.2.3. Bcem mnamueHtam c AKP, momydaoumMM Tepanuid MUTOTAaHOM™*, peKOMeHZYyeTCs
peryisipHoe o06cienoBaHMe Ha TIpegMeT HeKeaaTeNbHbIX SIBJIE€HUI, M CBOEBpPeMeHHOe WX
JeyeHue [76-78].
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Kommenrapwuit. ITomumo HaonoueuHuUKoeoii HedOCMAamouyHoOCmu JjeyeHue MUMOMaHom™*
Moxcem conpoeoHoamscsi MHOMCECINGOM NOMEHUUATIbHBIX He}N(eJamelbHbIX s6eHUll (cm
maxkxee paso. 3.2.2 u maén. 6). (Tao6n. 2). Bcem nayuenmam ¢ AKP, nonyuaroujum mepanuio
MumomaHom™*  HeoOxodumo npoeodums  pezyisipHoe o0ciedoeaHue Ha npedmem
HexxcenamenvHuix s6aeHull (Taon. 8). Baj)cHOCMeb c860e8PeMEHHO20 UX 6bls16/IeHUS U KyNUPOeaHusl
oueguodHa [9].

Ta6muma 9. O6beM peryiIsipHOro oociegoBaHusi Ha (OHe Tepanuy MHUTOTaHOM™™ [9, c
M3MeHEeHVSIMMU ]|

WUccnepoBaHne YacroTta o6cnenoBaHus KommeHTapumn
Onpepenexune KOHLIeHTpaumm 1 pa3 B 3-4 Hepenu A0 AOCTUXEHMUSA TepaneBTuyeckui AnanasoH KOHLIeHTpauumn
MuUTOTaHa** B nnasme KpoBu TepaneBTUYECKOro AnanasoHa; 1 pas MuTOTaHa** B kposu 14 - 20 mMkr/mn

B 4-12 mecsita Ha (oHe JOCTMXEHUS

" cTabunbHoro coxpaHeHus

KOHLEHTpaLmm MUTOTaHa** B

uenesoM gnanasoHe

Oo6wuin (KNMMHUYecKnin) aHanus 1 pa3 B 3-4 Hepenu Ha cTapTte Heobxoanmo MOHUTOpMpOBaHNe peakux, HO
KpoBu Tepanuu, nanee 1 pa3 B 4-8 Heaenb noTeEHUMaNbHO BO3MOXHbIX HeXeNaTeNnbHbIX ﬂBﬂeHMVI,
TaKunx Kak: }'Iel‘/‘IKOI'IeHVIﬂ, TpOM60LLVITOI'IeHl/I$I, aHeMunsa

AHanus KpOBM 6roXMMUYeCcKnit 1 pa3 B 3-4 Hegenn Ha crapTe Heobxoanmo MOHWUTOPUPOBaHMe noTeHUManbLHo
obuweTtepaneBTuyeckunin: ANT, ACT, Tepanuu, nanee 1 pas B 4-8 Hepenb BO3MOXHbIX OCNOXHEeHU  oT  6eccMnTOMHOro

T, wenoyHas docdaraza, MOBbILLIEHUS TpaHcamuHas n/vnun rrrn no
KpeaTUHUH, MOYeBMHa, Kanui, ayTOMMMYHHOr0/TOKCMYECKOro renatunTa (nosbllleHne
HaTpwiA, xnopuabl, obwmnin  6enok, neyeHouHbIX @epMeHTOB 6onee 5N MoBbIWAET PUCK
obwuii 6unnpy6uH, rnokosa nopaxeHus neveHn n TpebyeT OTMeHbl MUTOTaHa**)
AHanus KpOoBM no oLleHke 1 pa3 B 3-4 Hegenn Ha crapTe Heobxoanmo MOHWUTOPUPOBaHMNe noTeHUMnanbHo
HapylweHuin  aunugHoro  obmeHa | Tepanuw, fanee 1 pas B 4-8 Hezenb BO3MOXHbIX FMNEepXoNecTepUHEMIUN, AUCIUNUAEMNN, UX
B6MOXMMUYECKUIA: XONTECTEPUH OBLLNIA, neyexune

NNBM, NMHMN, Tpurnuuepunabl

VccnepoBatve ypoBHs | 1 pa3 B 4-8 Hegenb Heobxoanmo MOHWTOpPUpOBaHWE noTeHunanbHo
TUpeoTponHoro ropmoHa (TIM) B BO3MOXHOrO BTOPMYHOrO TrMNOTMPEO3a, nNposeaeHue
KpOBU, uccnenoBaxve YPOBHSI 3aMeCTUTENbHOW Tepanun NeBOTUPOKCUHOM HaTpUs

cBo60AHOro TUpOKCKMHA (CB. T4)
CbIBOPOTKW KPOBU

WccneposaHune YPOBHS 1 pa3 B 3-4 Hepenvu MoHWTOpMpoBaHue nabopaTopHbIX MapKepoB,
alpeHOKOPTUKOTPOMHOr0 ropMOHa B AOMOSTHUTENBHO MCMONb3yeMblX Ans OLleHKM
KpOBWU afeKBaTHOCTU 3aMecTUTeNbHOM Tepanun

rIIOKOPTUKOPTUKOMAHON HEAOCTAaTOYHOCTMN

WccneposaHve ypoBHA peHMHa B 1 pa3 B 3-6 MecAueB wnuM no MoHuTOopupoBaHue 6roxnmmyeckoro Mapkepa,
kpoBu / OnpeneneHve peHUHOBOWA notpebHocTn MCMNOb3yEeMOro Hapsiay C KJAMHWYECKOW KapTUHOW Ans
aKTWBHOCTM Ma3Mbl KPOBU BbISIBIEHWNS MUHEPANKOPTUKOUAHOM HEJOCTAaTOYHOCTH

WccnepoBaHue  ypoBHS obLiero 1 pa3 B 3-6 MecsiueB wau no | BbisiBneHne nabopaToOpHbIX MapKepoB rUMoroHaansma,
TecTocTepoHa [ uccnefoBaHne | nNoTpe6HOCTM npy  HaAWuMM  KIMHWYECKON  KapTWHbI  MokasaHo
YPOBHS rnobynunHa, CBs3blBaKOLLEro (B aoblOBaHTHOM pexuMe) peLLueHve BONpoca 0 3aMecTUTeNIbHOWN Tepanuu

noJsioBbl€ FOPMOHbI, B KPOBU

JKenydouHo-kuuieuHole no6ouHsie 3ppekmosl HepedKU, 0COOEHHO 8 hepevle MecAUbl mepanuu
mumomanom™*, IToddepxmcusarouwias mepanuss O00/MHA BKANOUAMb NPOMUBOPBOMHbIE U
npomueoduapelinsle npenapamet, ecjiu Heo6xodumo. Cnedyem nomMHums, 4o mouiHoma/peoma
maxksice mozym Golinb NPU3HAKAMU HAONOYEYHUKOB80II HedocmaimouHocmu, Komopas mpebyem
He3amed/iuMmesbHO20 JieueHus. BaxcHo ommemumas, umo KarouessiM (haxkmopom, eausiowum Ha
docmibiceHUs1 mepanesmuyeckozo Ouana3oHa MumomaHa** 6 njaasme, 56asemMcA UMEHHO
nepeHoOCUMOCING Mmepanuu.



B cnyuae paszsumusi yMepeHHbIX NOOOUHBIX I(PPeKmos co CMOpoHbl UYeHMPANbHOL HePBHOLi
cucmemot unu KKT 0o3y mumomana** cnedyem cuusume Ha 0.5-1 z/cym u npoeecmu
coomeemcmeywujee  cumninomamu4yeckoe JjeueHue. B  ciyuae  cepve3sHslx, HO He
JU3HeY20poHcarouwux no6ouHsIx 3¢pdexmos co cmopoust LIHC unu 001X HU3HEY2ZPOHCAIOULUX
no6ouHwvIX 3hhekmos u / uiu noswviuieHUs ypoeHs epmeHmos neueHu > 8 5 pas, kpome ITTII,
HeoOX00uUMO 6peMeHHO NpeKpamums npuem MUmomaHa** u npoeecmu coomeemcmeyioujee
cumnmomamuueckoe JieueHue. Bo3o6HoeeHUe npuema mumomana** e pedyyuposaHHoli dose
(50-75% om nocnedHeli 003bl) 803MONCHO NOC/Te KynupoeaHus no6ouHslXx 3¢dexkmoe nod
cmpozum KOHMpoJieM COCMOSIHUSL nayueHma.

Ha ¢pone npuema mumomana™* 603mMoM#cHO paseéuniue KAUHUUECKOL KAPMUHbI UeHMPATbHO20
2unomupeosa, 6 césa3u ¢ uem Heo6xo0umo pezynapHoe onpedenerue TTI, T4 ce. u nposedeHue
3amecmumenvHOli Mmepanuu 1e60MUPOKCUHOM HAMPUs** N0 NOKA3aHUsAM.

Ouenka ypoeHeli mecmocmepona u I'CIII' @ dunamuKe, a makxyce npu paseumuu KAUHUYecKoii
KapmuHsl 2unozoHaousmd, sejsiencs OnpasoaHHoli y MYMCUUH, NOJAYUanuwux mepanuio
MumomaHom™*, B ciyuae cumMnmomamuKku 2unozoHaousmd 6 COYemdaHuu CO CHUMNCeHUeM
mecmocmepoHa Heo6X00UMO paccmMompems 60NPOC 3amecmuimenbHoll mepanuu.

SuuHuKoebslii cmepoudozeHe3, KAK U MCEHCKAs penpodyKmueHds (PyHKuusi, 6 ueiom, MeHee
nooeepyceHsl GAUSHUIO Mumomana**, OOHAKO Yy JHeHUWUH penpodyKMmueHoz0 eo03pacmad,
noJyuaruux MumomaH **, Mozym Haéa00amscsa MHoO»ceCimeeHHble KUCol AUYHUKOS.

Tunepxonecmepunemuss u/unu OJuciunudemusi S6JAIOMCA HACMBIMU  HeXceaameabHbIMU
feJeHUAMU mepanuu MumomanHom™*. Tunonunudemuueckas mepanusi ¢ UNOJNb308aHUEM
cmamunom, HE memabonusupyemoix CYP3A4), pekomeHOdosaHa navueHmam, noayudanoujum
Mumoman**, ¢ yuemom npozHo3a, KapouoeacKyIAPHsIX PUCKOS U M.N.

Pexomendauyuu no 3amecmuineisHoii mepanuu cm. makxce 6 Ipunoscenuu A3.
5.3. IIporHos

e 5.3.1. [Iis1 OIIeHKM IIPOTHO3a U OIIpeIe/IeHNsT ONTYMAIbHOIO JIeue6GHOT0 aITOPMUTMa Ha MOMEHT
IMOCTAHOBKM OMarHo3a PeKOMEHIYeTCsS YUUThIBATh C/iemyoye (hakTopbl: CTaaus 3a001eBaHusl,
Pe3eKIMOHHBIN cTaTyc, MHAeKC Ki67, aBTOHOMHAs ceKpelysi KOPTH30ja U 00Inee COCTOSHME
nauuenTa [107-112,123,124].
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Kommenrapwmii. IIpozno3 AKP, 8 ocHosHoM, 3agucum om cmaduu 3abonesanus no ENSAT, mak Kax
OHA ompaycaem pacnpocmMpaHeHHOCMs 0NyX0J1e6020 npoyecca: 5S-nemuss eviwusaemocms npu I
cmaduu cocmasnsem 70-80%, npu II cmaduu — 60-70%, npu III — 20-40%, npu IV - 0-10%
coomeemcmeeHHo. O0wias, HEPaHHUPOBAHHAS NO CMAdusiM, NAMUIEMHSAS  BbIHUBAEMOCHDb
konebnemcsi om 16 do 38%. Meduana obujeii svixcusaemocmu npu IV cmaduu — meHee 12 mecauyes.
[104-106].

Io pesynsmamam psda uccnedosanuti [107-112], pe3ekyuoHHslli cmamyc u npoaugepamusHoliii uHdekc
Ki67 6vtnu omHeceHsl K 8aMcHuIM npozHocmuueckum ¢akmopam. Ipu pachpocmpaHeHHsix Gopmax
3ab6onesarus (6onee 40% nayueHmos HA MOMeHM NepPBUUHOLl OUAZHOCMUKU) 3HAUUMeNbHOe
ompuyamensvHoe GAUSHUE HA CPOKU BbIHUBAHUS 0KA3bl@aem CUHOPOM zunepkopmuyusmd. HakoHeu,
obujee cocmosiHue nayueHma s8asemcst 0Ue8UOHbIM NPOZHOCMUUECKUM (Aakmopom, 0COOeHHO 8
noxcunom gospacme [112].

B 20152. epynnoii ENSAT nposedeH pempocnekmueHslli aHanu3 npozHOCMuueckoli 3Hauumocmu
undexca Ki67 npu AKP [123]. OmdensHo aHanu3uposaiu Hemeykyr pynny om ocmasisHol Kkaxk 6onee
2omozeHHYy0. Kpumuueckue 3HaueHus uHdexca Ki67 6wuiniu npunsmet om 5 do 10%, 10-20% u 6onee
20%. Kax o6was, mak u 6e3peyudusHas 8vixcusaemocnb 00CnMogepHO OMJIUUAIUCL KAK 8 2epMAHCKOT,
mak u 8 obuweli epynne npu npogedeHuu 00HOPAKMOPHO20 U MHO20(PAKMOPHO20 aHaiusd. B amom
uccnedosanuu opyumu 0oCmo8epHuIMU NPOZHOCMUYECKUMU (akmopamu 0Ka3anucy pasmep onyxonu
U UHBA3Usl 8eHO3HbIX cmpykmyp. Ha ocHosaHuu uezo 6bliu chopmuposaHst epynnol pucka: ¢ UHOeKCcom
Ki67 OGonvwe 10% u OGonvute 20%, Hanuuue 6eHO3HOU UHBA3UU WU pasmep onyxoau 15-20cm
NpUPAsHINUC, K mpemuveli 2pynne pucka.

MexcdynapooHoe uccnedosarue umoexca Ki67 e 101 ciyuae AKP ¢ nomoujbto mpaduyioHH020 Memooa
nodcuema, 6 mom uucie — NnepecMomp HecKONbKUMU CNeyualucmamu, a makie ¢ npumeHeHuem



Memooda yugpposozo aHanu3a u3odpaxiceHuti, NoKa3aio, umo umeemcs pasbpoc pe3yapmarmos, U OHu
3asucam om memoda. A8mopsl npuwiu K 861600y, umo npu nodcueme uxdexca Ki67 ¢ npumeHeHuem
Uupposo2o0 aHanusa uzodpax;eHull, 2pynnsl nayueHmos co 3HaueHuem unoekca kaxk 0-10-20%, mak u
0-15-30% docmogepHo omauUANUCs N0 NPOZHO3Y, K020d AHAUZUPOBANU 00WYI0 8blxcU8AeMOCMb [124].

Ipu pacnpocmparennom AKP (IV cmadus no ENSAT, onpedensiemass no HAauuui 0moaieHHsIX
Memacmasos, u/uiu peyuous 3abosesanus, He noonexcawuli xupypauueckomy JyieueHuro 8 obseme RO, u/
unu R2-pe3eKyuoHHbLii cmamyc) 0CHOBHbIMU NPOZHOCIMUUECKUMU (AKmMopamu, C8sI3aHHbIMU C XYOUIUM
NP02HO30M, 6/HOMCS PACNPOCMPAHEHHOCMb ONYX0JIU, 8blCOKULI nponugepamueHsili uHdekc Ki67 u
NJ10X0 KOHMPOJIUpyemast Onyxoneeas. CUMNmMoMamuka.

e 5.3.2. B xome OMHAMMYECKOTO HAOIONEHMS PEKOMEHAYeTCs TepecMaTpuBaTh MPOTHO3 IPH
KakZ,0M KOHTPOJIbHOM BU3UTE [IJISI OIIpefe/ieHNsl ONITUMAaIbHOM TaKTUKY JiedeHus. [1, §, 9]
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ITocne nposedeHus padukanbHO20 XUPYP2UUECKO20 JieUeHUs 2IA8HbIM NPOZHOCMUUECKUM (akmopom
aensemcs pakm peyudusa onyxoau. B ciyuae e2o0 803HUKHOBEHUS NPOZHOCMUUECKYI0 POb UZPpaiom
8pems 00 NPO2peccuposaHuisi, PACNPoOCMpPaHEHHOCMb ONYX0J1e8020 NPOUECCA U Pe3eKIabesbHOCMb.

IIpu memacmamuueckom AKP, cnekmp npozHocmuueckux (akxmopos exiouaem npoaugepamueHsiii
undexc Ki67, pacnpocmpaHeHHOCMb 0NYX071€8020 npoyecca, obujee cocmosiHue nayueHmd, OUHAMUKY
npoepeccupos8aHus, 0meem Ha jeueHue.

BaxcHo ommemums, umo OyeHKa 3mux (akmopos 6 CO80KYNHOCMU No38oJsem clenams aullb
npedsapumeibHole 8b1800bl; NPOZHOCUUECKUE MHO20(aKMOpHble cucmemsl 00 HACMOAWE20 8PEMEHU
He paspabomatel.

5.4. AKP 1 6epeMeHHOCTh

e 5.4.1. Tlpu 8vis6/eHUU ONYXOU C BbICOKUM 3J10KAUECITNBEHHBIM NOMEHUUANOM 80 8pPeMsl
bepemeHHOCMU, peKOMeHJYencst nposedetle Xupypeuueckozo JjieueHusl 8 kpamuatiuiue Cpoku, 8He
3asucumocmu om mpumecmpa 6epemerHocmu [114,115].
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KommeHnTapuit. Yuumeoieas eaxcHoCmb 0ObICMpo20 U padukanibHO20 XUpPyp2uueckozo JieueHus Ons
danvHetiwezo npozHoza npu AKP, onepamugHoe JsieueHue Heo6xo0umo nposecmu 8 kpamuatiwiue cpoxu
0m noCMaiosKu OudzHO3a U He3asucumo om cpoxa bGepemeHHocmu. ITpu amom npexcdespemeHHble
poodsl (0cobeHHO 8 mpemvemM mpumecmpe) U nomeps OepeMeHHOCMU S80NMC  0Ue8UOHbIMU
xupypeuueckumu puckamu. OuegudHo, umo pewieHue 06 ONMUMANbHOL makmuke aeueHus 6epemMeHHOL
NayueHmKu ¢ 8blCOKO8EPOSIMHbIM OuazHo3om AKP 0onmcHO Oblmb KOJLIEUANbHLIM, C ydacmuem
MYbMUOUCYUNIUHAPHOT KOMAHObl. OHO O0JHO yuumsléams NpozHO3 3a00ne8aHusl U Puck O0ns
mamepu u naoda 6 ces3Uu C OCHOBHbIM 3abonesaHueM U UHMEPBEHYUOHHBIMU Npoyedypamul.
IMayuenmxa 0osHa 6blmes UHGOPMUPOBAHA O BO3MOMCHBIX PUCKAX U NPEUMYUIECMBAX XUPYPeUUECKO20
JleueHust 80 8pems GepeMeHHOCMU U 0JIHHA NPUHAMb yuacmue 8 UHPOPMUPOBAHHOM 06CYHOeHUU.

Ha cezo0HsawHuUll deHb Hem y6edumensHblX OAHHBIX OMHOCUMENbHO 0e30NACHOCMU U ONMUMANbHBIX
cpokos8 HacmynjeHus OepemeHHocmu npu AKP. BajHO ommemums, Umo OCHOB8HOL hpobaemoli
senslemcst 8 yenom Hebnazonpusimuulli npoeHo3 npu AKP, a makxe 6eposimHOCMb mo0z0, 4mo
OepeMeHHOCMb MOXem yseauyums puck peyudusd. Mmewmcs oepaHuieHHvle OaHHble 0 MOM, Umo
AKP, gvisgneHHblll 80 8pemst GepeMeHHOCMU UlU 8 NOcaepodo8om nepuode, umeem xyouwluti npozHo3,
uem y HebepemeHHbIX HeHWuH [113]. Boiia 8sideuHyma 2unomesda o0 mom, umo 6epemMeHHOCIb Moxem
cnocobcmeosams pazeumuio 6oJiee azpeccusHozo sapuanma AKP. B mo e epems Pauline de Corbiére
u coagm. [114-119] He 8bis8UNU HE2AMUBHO20 GNUSHUS OepeMeHHOCMU HA KAUHUYEeCKoe meueHue U
npozro3 AKP 'y nauyueHmok, npedsapumensHo noayuusuiux Haonexcawee jeuerHue AKP.
OzpaHuueHUSMU UCCIe008AHUSL S8IS0MCA Mablli 00Bem 8bi60pKu (17 nayueHmok, 21 6epeMeHHOCMb)
u pempochekmugHwlii du3atit, He no3gonsWUll 00echeuums docmamouHy docmogepHOCb.

B cea3u ¢ kpatinum Oeuyumom dokazamenvHoli 6asst no npobneme 6epemeHHocmu u AKP
Heo6X00UMOo UHGOpMUPOB8AMb NAUUEHMOK 0 3HAUUMeNbHOM pucke peyudusa AKP 6one3Hu 8 nepevie
2006l nocie NOCMAHOBKU OUAzHO3a, a MAkxe 0 B03MOXCHOM npozpeccuposanuu AKP Ha ¢oHe
b6epemeHHOCMU.

e 5.4.2. HacrymieHue 6epeMeHHOCTM Ha (hOHe Teparuy MUTOTAHOM** MPOTUBOTIOKA3aHO [9)].
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KommeHTapuit. [IpoGnema npumeHeHus Mumomaxa** 6o epems 6GepeMeHHOCMU (853aHA C
NOMEHYUANIbHBIMU  1epamozeHHbIMU  d(dekmamu, Komopsle Mmozym 0Obimb  06YCN087€Hbl €20
NPOHUKHOBEHUEM Uepe3 naayeHmy u adpeHoaumuieckum aggexkmom Ha niod. Ha cezo0HsuwHuii deHs
onyénuKoeaHvl eduHuuHble COOOUWEeHUs. O CIydasx OepeMeHHOCMU npu npueme Mumomama™*
@akmuueckoe omcymcmaue 0okazamespHoll 6a3sl He N0360asem coeaams OKOHUamMenvHole 8618600bl O
0e30nacHocmu JieueHuss MUmomaHom™* 6o epems OGepeMeHHOCMU UAU CBA3AHHBIX C HUM PUCKAX.
Iayuenmka, nonyuarowas mumoman™*, doaxHa ObiMmb NPoUHPOpMUPOBAHA 00 IMUX PUCKAX U
obecneuums 3¢ppexmusHyr KoHmMpayenyuo.

PaccmompeHue gonpoca o naaHuposaHuu 6epemMeHHOCMU 603MOXCHO MONbKO NOCie NnpekpaujeHus
mepanuu MUmMomaHoMm ** u CHuUM3eHusl e20 KOHYeHmpayuu 6 Kposu do HeonpedensemMbiX 3HauyeHull (3mo
Moxcem 3aHsame 3—12 mecayes).

B cnyuae HacmyniieHust 6epeMeHHOCMU 80 8pemsl mepanuu MUumomaxHom ** nayueHmxa 00JxcHa O6vimbo
UHGOPMUPOBAHA 0 BO3MOMCHBIX PUCKAX OISl NJ100d, C8A3AHHBIX C NPUEMOM MUMMOMAHA **, U 803MOMHBIX
puckax npoepeccuposarust AKP Ha ¢oHe ommeHsl Mumomaua**. B ciyude, eciu nayueHmxa xeeaaem

CoXpaHume GepeMeHHOCMb, JledeHue MUumomanom ** ciedyem npekpamums [9].

Opraamusanysi oKkasaHus MeaAUIIMHCKONM ITOMOIIN

MeduyuHckas nomowb, 3a UCKTOUeHUEM MeOUYUHCKOL NOMOWU 8 pamKax KIUuHuU4eckoli anpobayuu, 6
coomeemcmauu ¢ edepanvHoiM 3akoHom om 21.11.2011 N° 323-®D3 (ped. Om 25.05.2019) «0O6
0CHO8aX 0XpaHbl 300po8wst epaxcdaH 6 Poccutickoli @edepayuu», 0pzaHu3yemcs u 0Ka3oleaenmcs:

1) 8 coomeemcmeuu ¢ nojoxceHueM 00 OpzaHu3ayUU OKA3aHUS MeOUYUHCKOL homowu no eudam
MeOUYUHCKOLl nomowju, Komopoe ymeepxucdaemcss YNOJHOMOUEHHbIM (hedepanbHbIM —0p2aHOM
UCNOJIHUMENbHOL 81acmu;

2) 8 coomgemcmeauu ¢ NOpssOKOM OKA3AHUSL NOMOWU N0 NPOPUIII0 «OHKOJI02USL», 06513amelbHbIM OISt
ucnonHenus Ha meppumopuu Poccutickoii @edepayuu 6cemu MeOUYUHCKUMU 0P2AHU3AYULMU;

3) Ha ocHo8e HACMOAWUX KAUHUUECKUX PeKOMeHIayuti;

4) ¢ yuemom cmanoapmos MeOUYUHCKOU NOMOWU, YMeepHOeHHbIX YNOTHOMOUEHHbIM (edepanbHbim
0p2aHOM UCNOJIHUMENbHOU 8J1acmu.

Ilepsuunas cheyuanuaupo8aHHas meoduKko-CaHUMapHas NOMOUlb 0KA3bl8aAemcs 8pauoM-oHK0JI020M U
UHBIMU  8pAUAMU-CNEYUANUCMamu 8 yeHmpe amOyaamopHoli OHKOJ02uuecKol nomouju Jubo 6
NepeuuHOM OHKOJI02U4eCKOM KabuHeme, NEPBUUHOM OHKON02UHECKOM OmoeneHul, NOAUKAUHUYECKOM
omaeneHuU OHKO0102U4ecK020 ducnatcepa.

IIpu nodo3peHuu unu e6wis6aeHUU Y NAYUEHMA OHKOJI02UUeckozo 3a00/1e8aHus 8payu-mepanesmsl,
8pauu-mepanesmsl yuacmkosoie, 8pauu o0well npakmuku (cemeliHole 8pavu), 8pau-cneyuanucmol,
cpedHue MmeduyuHcKue pabomHUKU 6 YCMAHOBJIEHHOM NopsdKe HANpasisiom nayueHma Ha
KOHCYIbmayuio 8 yeHmp ambyniamopHoli OHKOL02u4eckoli Nomouju aubo 8 NepeuUHbILli OHKON02UYECKULI
Kabuxem, nepeuuHoe OHKONO02UHeckoe omadeneHue MeOUYUHCKOLU Op2aHu3ayuu Ons OKA3AHUs emy
nepeuyHoll Cneyuanu3upo8aHHoli MeouKo-CaHumapHoti NOMOowuU.

Koucynemayus 6 yenmpe ambynamopHoli OHKOMO2UYeCKOU nomowju Jubo 8 nepeutuHoM
OHKO0JI02U4ecKOM KaOuHeme, NePEUYHOM OHKON02UUECKOM OmaoesleHUu MeOUYUHCKOU opzaHusayuu
do/xHa Obimb nposedeHa He no3dHee 5 pabGouux OHell ¢ dambl 6blI0aUU HANPABAEHUS HA
KOHCyZbmayurw. Bpau-oHKoN02 ueHmpa amOyaamopHoli OHKON02UUecKoli nomowju (8 ciyuae
omcymcmeust  yeHmpa ambynamopHoli OHKOJI02UHeCKOl NoMOWU  8pay-oHKOJ02 NepeutH02o0
OHKO0J102U4eCK020 KAaOuHema Wil NepeuyHoz0 OHKON02UUECK020 OMOeNeHUsl) OopzaHusyem 83smue
ouoncutiHozo  (0nepayuoHHo20) Mamepudana, da MAaKx#e OpzaHu3yem  6bvlNOJHEHUEe  UHBIX
JduaeHocmuueckux — uccnedosaHuii, HeoOXodumslx 0/l YCMAHOBJEHUs — OUdeHO3d,  BKJIKUAs
pacnpocmpaHeHHOCMb OHK0J102U4eCcK020 npoyecca u cmaduio 3a060J1e8aHusl.

B cyuae He803MOXCHOCMU 83smust 8 MeOUYUHCKOLI opzaHu3ayuu, 8 cocmase KOmMopoii op2aHu308aH
yeHmp amoOy1amopHoll OHKOI02UUecKOll nomMowu (nepeuyHslli OHKoI02UUecKuli KabuHem, nepeuiHoe
OHKO/02UHecKoe omdesieHue), OGUONCUTiHO20 (OnepayuoHHOz0) Mamepuand, nposedeHus UHbIX



JuazHocmuyecKux uccae008aHuli nayueHm Hanpaejasemcs Jjgedawjum epauom 6 OHKO0JI02UYECKUTL
aucnchep uiu 8 MeauuUHCK_WO opzaHu3sauur, oKa3svlearnuiyo MCaUUUHCKle nomowb nauyueHmam ¢
OHKOJI02UYeCKUMU 3a00J1e8 AHUAMU.

CpoK 8bINONIHEHUS NAMOJI020-AHAMOMUYECKUX UCCNe008aHULl, HE0OX00UMbIX O/ 2UCMON02UYECKOL
sepupuKkayuu 3710KauecmeeHH020 H08000PA308aHUs1, He D0JxHeH npesviliams 15 pabouux oHeli ¢ damol
nocmynjieHust GuonculiHozo (onepayuoHHoOz0) mamepuala 6 namoozo-aHamomuueckoe 0Ow0po
(omdeneHue).

IIpu nodospeHuu u (unu) 6vis8JEHUL Y NAYUEHMA OHKONI02UUECK020 3a00/1e8aHUSL 8 X00€ 0KA3AHUs emy
CKOpOU MeOQUYUHCKOU nomowju maxux nayueHmos nepesoossm uau HAnpassiom 6 MeouyuHcKue
opeaHu3ayuu, okasslearoujue MeQUYUHCKY0 NOMOWb NAYUEHMAM ¢ OHKOI02UHeCKUMU 3a0071e8aHUSIMLU,
07151 onpedesieHuss Makmuku edeHust U Heo6xXo0UMoCmu npuMeHeHUst OONOJIHUMENBHO OpY2UuX Memodos
Cneyuanu3uUpo8aHHo2o NPoMuUB00NYxone020 JieueHusl.

Bpau-onkonoz yeHmpa ambynAamopHoll OHKON02UUeCKOU NOMOwUu (nepsutH0z0 OHKO02UUeCK020
KabuHema, nepeuuHO20 OHKOJI02UUECK020 OmaesieHuUs) Hanpasisem nayueHma 6 OHKON02UUecKull
oucnaucep unu 8 MeOUYUHCKUE O0p2aHu3ayuu, oxXasslearujue MeOuyuHcKyrw noMouws nayueHmam c
OHKOJIO2UMeCKUMU ~ 3a00Ne8aHusaMu, Ol ymouHeHus OuaeHo3a (8 Ciayuae He803MOMCHOCU
ycmaHosneHus O0uazHo3d, Kaudas pacnpocmpaHeHHOCMb OHKO02UYeCcKozo npoyecca u cmaouro
3abo/esaHusl, 8pauOM-0HKON020M UYeHmpa amOynamopHoli OHKONO2ZUYeCKOl nomouju, nepeutHozo
OHKO0JI02UecK020  KabuHema UU NEpeUYHo20  OHKOJI02UUECcK0z0 OomadesieHus) U  OKA3aHusl
CNeyuaIu3upo8aHHoli, 8 Mom HUCIe 8bICOKOMEXHON02UUHOLL, MEOULYUHCKOU NOMOWU.

Cpok Hauana oKA3aHus CNeyuanu3upo8aHHoll, 3a UCKIIOUeHUEM 8bICOKOMEXHON02UUHOLL, MeOUUUHCKOL
nomowju  NAUUEHMam C OHKOJI02UUeCKUMU 3a00/ie8aHusmMu 6 MeOUUUHCKOL — Op2aHu3ayu,
OKasvleaiouleli MeOUYUHCKYI0 NOMOWb NAYUEHIMAM C OHKOJN02UUECKUMU 3a00J1e8aHUAMU, HE O00HEH
npesviuiams 14 KaneHOapHuiX OHell ¢ O0amsl 2UCMO02UYECKOL BepUGUKAYUU 310KAUECINB8EHHO20
H0B8000pasosaHust unu 14 kanemoapHoix OHeli ¢ damol YCMAHOBJeHUS. Nped8apumesnbHoz0 OUazHoO3d
3710KA4UeCMBEHH020 H08000pa308aHus (8 cayuae omcymcmeusi MeOUYUHCKUX NOKA3aHuti ons
nposedeust Namos020-aHamMoMuUUecKUx Ucced08aHuli 6 amOyaamopHbiX YCI08USX).

CneyuanusupogaHHas, 6 Mom 4Hucie B6bl.COKOMEXHON02UUHAs, MeOUYUHCKAs NOMOWb 0Ka3bl8aemcs
8paUAMU-OHKO0I02aMU,  8pauamu-paduomepanesmamu 6 OHKOJ02UYecKom OJuchaHcepe uiu 6
MEOUYUHCKUX 0P2aAHU3AYUSX, OKA3bI8AIOWUX MEOUYUHCKYI NOMOWb NAYUEHMAM C OHKOJI02UUecKUMU
3a60ne8aHusIMU,  UMEWUX  JUYeH3ur, HeobX00uMyl  MamepuaibHoO-mexHuueckyto — 0asy,
cepmupuyuUpo8aHHbIX CNEYUANUCIO08, 8 CMAYUOHAPHBIX YCI08USX U YCN08USIX OHE8HO20 CIAYUOHAPa U
gktouaem 8 cebst NpoPUAAKMuUKy, dUazHOCMUKY, JleueHue 0HKON02UUecKux 3a601e8anuti, mpeoyrouux
UCNONB308AHUSL CNEYUATBHBIX MEMOO08 U CTIOHCHBIX YHUKAIbHbIX MeOUYUHCKUX TeXHON02Ull, a makice
MeOUYUHCKYI0 peabuiumayuro.

B meduyuHcKoli opzanusayuu, 0Kassléaioueti MeouyuHCKyn nomoub NAyueHmam ¢ OHKOI02uuecKuMu
3a00/71€8aHUAMU, MAKMUKA MEOUYUHCK020 00C/1e008aHUS U JieUeHUs YCMaHABUBAEM sl KOHCUNUYMOM
apaueti-oHKON0208 U 8paueli-paduomepanesmos, ¢ npusjieueHuemM npu HeoOXodumocmu Opy2ux
apaueti-cneyuanucmos. Pelwenue KoHcunuyma eépaueti oopmisemcss npomoKoaoM, noONucs8aemcs
YUACMHUKAMU KOHCUIUYMA 8padeti U 6HOCUMCs 8 MEOUYUHCKYI0 OOKYMeHMAauuio nayueHma.

IToxkaszanus 0na 20chuMAnu3ayuu 6 Kpy2aoCymouHslli Ui OHe8HOlU CMAauuoHap MeouyuHCKoL
OpeaHu3ayuu, OKaswléaiowell CNeyualu3upo8aHHyl), 6 IMOM UUCIE  BbICOKOMEXHOJI02UUHYIO
MeOUYUHCKYI0O NOMOUb N0 NPOGUTIO «OHKOJI02US» 0NPedesisiioncsl KOHCUIUYMOM 8pPayeli-oHK010208 U
apaueti-paduomepanesmos, ¢ npueJieueHuem npu Heo6XoouMocmu Opy2ux 8paueti-cneyuaiucmos.

Iokazanuem 0na zocnumanusauyuu 6 MeOUUUHCKYI0 Op2aHU3AUUI0 6 3KCIMPeHHOU Wil
HeoNn10M#CHOTI (hopme aesemcsa:

1)  Hanuuuu  OCNOMCHEHUTl  OHKOMOZUUECK020  3a007e8aHus, mpebywwWux OKA3aHus  emy
cneyuanu3uUpo8aHHol MeUYUHCKOU NOMOWU 8 IKCMPEHHOLI U HEOMJIOHCHOTI (hopMme;

2) Hanuuue  OCNOMNCHEHULl JieueHus  (Xupypeuueckoe 68Meulamenscmeo, Jyueedas mepanus,
JIEKapCmeeHHas mepanus u m.d.) OHK0J102u4ecKo20 3a001e8aHuUsl.

IToxkazanuem 05 20CNUMANU3AYUU 8 MEOUYUHCKYI 0P2AHU3AYUI0 8 NJIAHOBOL (hopMe A8naemcs:

1) Heo6X00uMOCMb  BbINOJIHEHUS CHONCHBIX UHMEPBEHUYUOHHBIX OUAZHOCMUYECKUX MeOUUYUHCKUX
aMeuiamenscme, mpebyrwux nocaedyrouezo HadwdeHus 8 YCI08UAX KPY2a0CymouHo20 Uil OHe8H020



cmayuoHapa;

2) Hanuuue noKA3aMuil X CNeyuanusupo8aHHoMy Npomueoonyxojiesomy JieueHur (Xupypeuueckoe
8MewlamenbCcmeo, Jyuesdas mepanus, 8 mMom uucie KOHMAaxmuas, OUCMaHyuoHHas u opyeue 8udsl
JIyuegoil mepanuu, JekapcmeeHHas mepanus u 0p.), mpebyiowemy Haba00eHUs 8 YCI08UIX
KPY2J10CymouH020 WU OHe8HO20 CMAYUoHapa.

Iloka3zanuem K evinucke navueHma u3 Meauuuncxoﬁ opz2aHu3sauuu siejisiemcs:

1) 3asepuieHue Kypca JjieueHus, ujiu 00H020 U3 2MAN08 OKA3AHUS cneuuaﬂusuposaHHoﬁ, 8 mom uucie
8bICOKOMEXHOJI02UUHOT Meauuuchoﬁ nomouwu, 6 yciosusx

KPY2nl0CymouHoz20 uiu OHe8HO20 CMAYUOHApAd Npu YCI08USX OMCYMCMeust OCJIOMCHEHUl JieueHus,
mpebyrwjux MeouKameHmo3Hol Koppekyuu u/uiu MeOUuyuHCKUX 8Meulamenscme 8 CmayuoHapHsix
ycno8usx;

2) omka3 nayueHma unu ezo0 3aKOHH020 npedcmasumens Om Cneyuanu3uposavHoli, 8 mMmom uucie
8bICOKOMEXHOI02UYHOU  MEeOUYUHCKOLL noMowju 8 YCA08USIX KPY2Jl0CymOYH020 UIU  OHE8HO20
cmayuoHapa,  YCMAaHoBNeHHOU — KOHCUAUYMOM — MeOQUYUHCKOU — opeaHudayuu,  oKa3sleaioujeli
OHKOJI02UHECKY0 NOMOWb NpU YCl08UU OMCYNMCMeUs OCI0XCHeHUll OCHOB8HO020 3a00seeaHust u/uiu
JleyeHusl, mpedylowux MeJuKaMeHmMOo3Hol KoppeKkyuu u/unu MeJUyUuHCKUX B8Meulamenscmes 6
CMAYUOHAPHBIX YCIIOBUSIX;

3) Heobxodumocmbv nepesoda nayueHma 6 Opyeyw — MeOUYUHCKYI0 — OpedHu3ayurn  no
coomeemcmayruemy npoQuiio 0kazaHust MeOUYUHCKOL NOMOuU.

3aknoueHue 0 yenecoodpasHocmu nepegoda nayueHma 8 NPoPuUIbLHy0 MeOUYUHCKYIO 0p2aHu3auuio
ocywecmensemcs nocjie NnpedsapumesvHoll KOHCYIbmayuu no npedocmasnieHHbiM MeOUuyUHCKUM
O0OKYyMeHmam u/uiu npedsapumesibHoz0 0CMOMpA NAYUeHmMa epauamu CNeyuaIucmamu MeouyuHcKot
op2aHu3ayu, 8 KOMopyw NAAHUPYemcs nepesoo.



6. JonmomHuTenbHass MHGoOpManys, BAUIIONIas Ha
TeuyeHye U ¥ICXO0M 3a00/IeBaHuS

®akTOopsl, BAMsONMe Ha TeueHue n ucxon AKP, BKITIOUAIOT Caeyolye:

1. PacmpocTpaHeHHOCTb OITyX0JIEBOT'O MPOLIecca;
2. JlIokanmsanys MeTacTaTU4eCKux 04aros;
3. Buonornyeckmue 0COG€HHOCT OITyXOJIH;

4. Pa3BuTue HeKelaTeJIbHbIX SIBJIEHUN IIpn 1pueme I1pernapaToB OIS HpOTI/IBOOHYXOJIeBOﬁ
Teparnn.



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepum kauectsa

OueHKa BbINOJIHEHUS

BbinonHeHo KT c KOHTPACTHbIM YCUJIEHWEM OpPraHoB 6pPOLLIHOI7I nonocTn, onpeneneHbl MJOTHOCTb
TKAQHEBOro KOMMOHEHTa A0 KOHTpaCTUupoBaHUA (HaTVIBHaﬂ), MNNOTHOCTb B TKaHEBYH cbaay
KOHTPacTMpPOBaHus (apTepuanbHas v BeHosHas dasbl),

NNOTHOCTb B OTCPOYEHHYI (Yepe3 10 MWH. Mocne BBEAEHUS KOHTpacTa) dasy KOHTPacTUpoBaHus
(¢dasa BbIMbIBaHMSA).

Ha/Het

BoinonHeHo  18®Ar-M3T/KT  kak OAMH U3 MapamMeTpoB  KJMHUYECKOW  Bepudukauum
3/10Ka4eCTBEHHOro NoTeHuMana onyxonu, onpeaenexd SUV

[a/Het

BbIHOQHeHa CUMHTUrpadus KoCTeil BCero Tena npu MoJ03PeHMU Ha MeTacTaTU4ecKoe MopaxeHue
KOCTeWn ckenerta

[a/Het

B cnyyae HeBO3MOXHOCTU nposBeaeHns KT € KOHTPacTHbIM ycuneHueM BbinonHeHo MPT opraHos
OpIOLWHOM NONOCTM M 3a6PIOLWMHHOIO NPOCTPAHCTBa

[a/Het

BbinonHeHoO onpeaesieHne KopTtusosia B paHHUE YyTPpEHHUE 4YacCbl Ha d)OHe nogasnstwulero tecta ¢ 1
Mr JekcameTasoHa. Mpu oTCyTCTBUM (DU3MONOrMYECKOro noAaB/ieHNst YPOBHS KOPTU30/1a B KayecTse
noATBepXAaloLLero Tecta BbinofHeHo onpeaeneHne AKTI B yTpeHHUWe Yachl.

Ha/Het

BbinonHeHO onpefeneHve ypoBHeW MeTaHedpuHa W HopMeTaHedpuHa B CYTOYHON Mouve wan
nnasme.

[a/Het

BbinonHeHoO onpeaenieHne COOTHOWEHUA MexAay YPOBHEM asibAOCTEPOHA U aAKTUBHOCTbIO pEHUHa
nnasmbl ANS  WUCKAOYEHUS MEepBMYHOIO runepasbAocTepoHM3Ma MNpu HanuMuum y nauueHTa c
0nyxonbto Haano4Ye4YHnKa apTepnanbHON rMNepTeH3nn.

Ha/Het

BbINOAHEHO KOMMEKCHOe onpeaenexHve KOHLleHTpaLLl/IVI CTepOI/I,CLHbIX FOPMOHOB oOnpeaeneHune
BCTEPOMAHBIX ropMoOHOB CbIBOPOTKMK KpoBu: AernapoannaHapocTtepoHa
cynbdaTaaernapoanmaHapocTepoH-cybdaT, 17-ruapokcunporectepoHa, aHApPOCTEHAMOHA, obLero
TecTtoctepoHa (y JeHWwuH), obuwero 3cTpaguona 17-B-actpaanon (Y MYXYMH W XKEHWWH B
MeHonay3e), 11- 1€30KCMKOPTUKOCTEPOHa AE30KCUKOPTU30S

[a/Het

MpoBeaeHo cTaamMpoBaHue onyxonesoro npouecca no TNM n ENSAT

[a/Het

10.

BbleaH Y BbINOJSIHEH ONTUManbHbIN 06BbEeM OonepaTuBHOIro BMewWwaTenbCTBa

[Ha/Het

11.

Mpu Hanuuun AKP n rMnepkopTuumMsMa B nocsieonepauvoHHoM nepmoae nposeaeHa saMectTuTesibHas
Tepanusa HaAno4Ye4YHNKOBOU HEAOCTaTOYHOCTU

Ha/Het

12.

BbINONHEHO naTosioro-aHaToMMyeckoe uccnefoBaHne 6uMOonCcuMinHOro (onepauMoHHOr0), BKIYas
MMMYHOTUCTOXMMUYECKOe UcCnefoBaHne. [1pOTOKON  COAEPXWT, KakK MUHUMYM, CIeAyioLlyto
nHdopmMaumio:  KonmyectBo 6annos no wkane Weiss wavM MHOW wWKane 6annbHOM OLEHKKU
3/10KaYeCTBEHHOro noTeHuMana onyxonu, nponndepaTusHbiii nHAaekc Ki67, pe3ekUMOHHbIN cTaTyc
(MHBa3Ms Kancynbl OMyXOnW, W/WAW OKPYXaloWMX TKaHeN, W/Unn npunexalunx opraHos wau ee
OTCYTCTBUE), HaNMYMe UM OTCYTCTBME NMOPaXeHUs NMMdbaTUYecKnx y3nos

[a/Het

13.

I'Ipose,u,eHo reHeTn4yeckoe KOHCYNbTUpOBaHME; nauveHTamMm [AeTCKoro BoO3pacTta BbINOJSIHEHO
MONEKYIAPHO-TEHETUYECKOE UCCef0BaHNeE reHa TP 53

[a/Het

14.

MauneHTaM ¢ BepuUdUUMPOBaHHLIM MaToMoOpdonornyeckn auardosom AKP npoBOAUTCS Tepanusi
MUTOTAHOM** B aflblOBAHTHOM pexume

[a/Het

15.

MauveHTaM c HeonepabenbHbiM AKP, HanvuveMm pacnpocTpaHEHHOro MeTacTaTU4eckoro npouecca
rnocne pesekuuMu NEpPBUYHON OMyXxonun, ObICTpbIM MporpeccMpoBaHneM 3aboneBaHUs NPoOBOAUTCS
XuMmoTepanua Ha (GOHe npoaosKalolWerocs npuema MuToTaHa**  exegHeBHO B [o3e,
obecneynBatoLleli ero cogepxaHne B CbIBOPOTKE KPOBM Ha ypoBHe 14-20 mkr/nm 6e3 nepepbiBa
MeXAy UMKnamu XxumuoTtepanuu

[a/Het

16.

BceM naumeHTaM, MofyyaloWUM Tepanuioo MUTOTaHOM**, NpOBOAMTCS 3aMecTuTeNbHas Tepanus
HaANoOYeYHNKOBOM HEAOCTaTOYHOCTU. B cnyvyae runepkopTuumMsMa Heo6XOAMMOCTb MPOBEAEHUS
3aMecTUTeNIbHOW Tepanuu A0/KHA 06CYXAATLCA UHAMBUAYANTBHO.

[a/Het

17.

MaumeHTaM Cc KOCTHbIMM MecTacTazamn AKP nposoavTCs aHTMpe3opbTueHasa Tepanvsa u/unu AT

Ha/Het

18.

C nauueHTKaMu penpoayKTUBHOro BO3pacTa npoBefeHa pasbsicHUTenbHas Gecesa no npobneme
6epemeHHoCcTU U AKP

[a/Het

19.

MauneHTkaMm  penpoayKTMBHOrO  BO3pacTa, MonyyalwuMm  Tepanuioo  MuToTaHoM**  un/unn
LMTOTOKCMYECKYIO XMMUOTEpanuio peKoMeH0BaHbl ONTMMabHble METOAbl KOHTpaLenumm

[a/Het

20.

Bcem nauneHtam c AKP  npoBoauTCsi  perynsipHoe obcnenoBaHue, BK/loYaloLjee (1)
BW3ya/M3MpyioLLMe NCCneaoBaHNa OpraHoB GpPIOWHOI NON0CTW, Manoro Tasa, rpyaHoit knetku, (2)
nabopaTopHble NCCneaoBaHWs FOPMOHasbHOW OMyX0sIeBOIN cekpeummn

Ha/Het

21.

BceM mauueHTaM, nosyyatoLwmm Tepanuio MUTOTaHOM**, MPOBOAUTCS PETY/IsiPHOE OMnpesesieHne ero
KOHLIEHTpaLMM B KPOBW C KOPPeKLMeEl CyTOYHOM [03bl MO NMoKasaHUsiM.

[a/Het

22.

BceM nauneHTaM, nosyyalownm Tepanqio MUTOTaHoM**, NpoBoAMTCS perynspHoe obcnefoBaHne Ha
npeaMeT HexenaTesbHbIX SIBNEHUN, U CBOEBPEMEHHOE UX NleYeHne

[a/Het

23.

Bcem naumneHTam ¢ AKP Ha OCHOBaHWM pe3ynbTaToB AMHAMUYECKOro HabnoaeHns u obcnenoBaHus
npoBOANTCS HeobxoAMMas KOppeKLMsa NeYeHns 1 nnaHa AasnbHenLero BeaeHns

[a/Het
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IIpunoskeume Al. CocTaB padbouyeri rpyIinbl

Menbauuenko TanumHa AdaHacbeBHa, 1.M.H., Tpodeccop, akageMuk PAH, samecrturesnb
nupekropa llentpa - upexktop WHCTMTYyTa KIMHMYECKON sSHAOKpuHonoruu OI'BY «HMMUIL]
SHAOKpMHOoNorum» Munsgpasa Poccnm

AnexceeB Bopuc SIkoBieBud4, 7.M.H., Tpodeccop, 3aMeCcTuTe/lb TeHepalbHOrO IUPeKTopa I0
Hayke O®I'bY «<HMMUI] pagmonornu» Munsapasa Poccun
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tepariuu ®I'BOY BO PHUMY um. H.M. IlmporoBa Mun3apaBa Poccuu, pyKOBOAMUTeNIb OTAea
ONTUMM3AIUM JIEUEHUST TTOAPOCTKOB M MOJIOAEXKM C OHKOJIOTMYECKMMM 3abosneBaHusIMu OIBY
«HMUMI AI'OU M. Imutpus PoraueBa» Muu3sapasa Poccun

PocnsikoBa AHHa AJieKCaHAPOBHA, HayuyHbll cOTpygHUK OIBY «HMUIL 3HOOKPUHOIOTUM»
Mwun3spgpasa Poccnn

HeBonbCcKux Ajiekceii AjlekceeBUY, 1.M.H., 3aMeCTUTE/Ib AMpPeKTopa 1o jeuebHoit MPHII um.
A.@. 1Ip16a - puaman ®IBY «<HMMUILI pagmonorum» MuHsapasa Poccun

VBaHoB Cepreit AHaTonbeBUY, I.M.H., ITpodeccop PAH, mupekrop MPHII um. A.®. Ilpiba -
bunman ®TBY «<HMUL] pagmonorum» Munsnpasa Poccun

XaiimoBa JKanHa BiaagumupoBHa, K.M.H., 3aMeCTUTe/lb OMPEKTOpa I10 OpraHU3alMOHHO-
MeTomuueckoit pabore MPHIIL um. A.®. LIpi6a - dbunman ®IBY "HMUILL pagmonorun” MuH3gpaBa
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KoHduuKT MHTEpEeCcoB:

ABTOpBI IeKIAPUPYIOT OTCYTCTBME KOH(MIVKTA MHTEPECOB.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

[lpennaraeMble KIMHUYECKME pPeKOMEHJAlMM, Ha HACTOSILIVI MOMEHT, SIBJISIIOTCSI OCHOBHBIM
COTJIACUTENbHBIM JOKYMEHTAOM, DpEeTyIUPYIOIIMM IIOJIOKeHUSI MPAKTUUeCKOoil OesiTeTbHOCTU
Bpaueti mpu AKP.

Hacrosimye KnuHnyeckme pekoMeH Ay HaIIpaBIeHbl Ha yiIydllleHe Pe3yabTaToB JMarHOCTUKY
¥ JIedeHNs TTAaleHTOB C aJpeHOKOPTUKATbHBIM PAKOM.

Hacrosne Knuunueckme pekoMeHIaluu He pacCMaTPUBAOT abCOMIOTHO BCE aCIeKThI l'IpO6)'IEMbI
1 BOSMOJKHbBI€ MCK/ITIOYEHNS U3 ITPaBUJIL.

Hacrosiiume KnuHuyeckne peKoMeHOal He MOI'YT rapaHTUPOBAaThb OHpe,HEJIEHHbIﬁ pe3yiabTaT n
IIpY 3TOM OHM He YCTaHaBJIMBAKOT CTAHAAPThI BEOEeHMS ITIallMI€HTOB.

Hacrostmye KnuHuueckue peKOMeHAAIMM He IIpeqHa3sHAueHbl JIST JIeYeHMs KOHKPETHOTO
nanuyeHTa. PellleHre 06 ONTUMAaJbHOM TaKTUKe BeNeHMsI KakKAOTO TaliieHTa OOJIKHBI
OCHOBBIBAThCS HA pe3y/IbTaTaxX 00CaeqOBaHMSI C YUETOM MHAVBUAYATbHBIX 00CTOSITETHCTB.

Penkoctb AKP 06ycioBiIMBaeT OOBEKTMBHbIE TPYAHOCTM W3-32 OTCYTCTBUSI TPOCHEKTUMBHBIX
MCCIeIOBaHM JOCTATOUHONM MOLTHOCTM ¥ JOCTATOYHOTO OIIBITA JIEUeHMSI 3TOTO 3a00/1eBaHMSI BHE
CIIeMaNM3UPOBAHHBIX YUPEKIEHMIA, KOHIEHTPUPYIOUIMX TakKuMX NalMeHTOB. 3a pyOeskoM B
TeueHne mowtegHux 30-40 JeT TpPOBemeHbI KPYIHbIE, KaK IMPOCIEKTUBHbIE, TaK W
PETPOCIeKTUBHbIE MCCIeIOBAHMS, YaCTh M3 KOTOPBIX BKIOUAOT B cebss mo 500 mamuenToB. K
coxkayeHuto, B Poccun nccieoBaHmii ¢ mogo6HbIM 00beMOM BBIOOPKY He TIPOBOAWIIOCH. B CBSI3U C
9TUM, Hacrosimye KnuHuYeckue peKOMEHZAIMM B OCHOBHOM OIMPAIOTCS Ha 3apyOeskHYIO
JIOKa3aTeTbHYI0 6a3y M YUIUTHIBAIOT IKCIIEPTHOE MHEHME 3apyOesKHBIX UCCIeIOBaTeNe.

B OCHOBY K/IMHMYECKUX PEKOMEHJAINII TIOMOXKEHbI CYIeCTBYIOIIe KOHCeHCYChl M KIMHUYECKe
pekomenmaruu: (1) Kinaccuduraims Bcemupnoit Opranmsanuu 3gpaBooxpaHeHus (WHO)
OIlyXOJIeli SHOOKPUHHONM cucTeMsbl, 4-e usnanue, 2017 ron; (2) KnmHudeckue pekoMeHIAUUM I10
JIMarHOCTMKe U JIeUeHUI0 aipeHOKOPTUKAIBLHOTO paka EBporieiickoro ob6iiecTBa SHIOKPUHOIOTOB
(European Society of Endocrinology), coBMmecTHO ¢ EBporeiickum O0O6IIeCTBOM IO M3YyUYEeHUIO
onyxosneii HannoyeunukoB (European Network for the Study of Adrenal Tumors), 2018 rog; (3)
Knuunueckme peKoOMeHAALMM 10 IMATHOCTUKE U JIEUeHUIO apeHOKOPTUKAIbHOrO paka, 2015 rog
— a TaKKe OTevyeCcTBeHHbIe U 3apyOeskHbIe HayuHbIe pabOThI 10 JaHHOI MMpobieMaTKe.

METOIU)I, UCIIO/Ib3OBAHHBIE OJISA c60pa/ceneK11MM AoKa3aTeJbCTB: IIPOBOAMJICSA IIOMCK B
3JIEKTPOHHBIX 6asax OAaHHBIX IIO K/IIOUE€BBIM CJI0OBaM, CBA3aHHLIM C AKP n COOTBETCTBYIOIIMMMU
pasgenamMm KIMHUYECKUX peKOMEH,ELaLlMﬁ; IIpoBOAMIACh OILl€eHKa KayveCTBa M peJIeBaHTHOCTU
HalieHHbIX MUICTOUHUKOB.

OnucaHue MeTOHOB, MCIOIb30BAaHHBIX IS COOpa/celeKUMM  JAOKa3aTelIbCTB:
JloKa3aTelbHON 6a30i1 JJisi peKOMeHAAuit SIBISIIOTCSl My6auKanuy, Bomenie B KoxpaHOBCKYIO
6ubnmoreky, 6a3pl naHHbIx EMBASE 1 MEDLINE, e-library. I'my61Ha noucka coctasisiia go 40 ier.

MeTozbl, MCIIOJIb30BaHHbIE IS OLIeHKM YPOBHel JOCTOBEPHOCTH JOKa3aTe/lIbCTB:
e KoHCeHCyC 9KCIIepToB;
e O1leHKa 3HaYMMOCTHY B COOTBETCTBUY C YPOBHSIMM [JOKA3aTeIbHOCTH.

B cBa3u ¢ opdaHHOCTHIO 3a60jeBaHMsI ¥ OTCYTCTBMEM IMPOCTIEKTUBHBIX UCCIE€NOBaHMIA
IOCTaTOYHOV  MOIIHOCTM  DPSi,  pPEeKOMEHJanuii  XapakTepusyeTcsl  HMU3KUMM  YPOBHEM
JIOKa3aTeIbHOCTH 0 (hOPMATbHOMY IMMPU3HAKY.

Ta6auma 11. llIkana onmeHKM YpOBHeN JOCTOBepHOCTHU HokaszaTeabcTB (YI) a1 MeTonoB
JVIarHOCTUKY (OMAarHOCTMYECKUX BMENIaTe/IbCTB)

yvan PacwudpoBka

1 CuctemaTnueckne  0630pbl  MCCNEAOBAHWIA  C KOHTPONeM pedepeHCHbIM — MeTOAOM WA cucTeMaTuueckuii  063op
PaHAOMU3UPOBAHHBIX KIMHUYECKUX UccrnenoBaHuUn C NpuMeHeHMeM MeTa-aHanunsa




2 OTpenbHble UCCNefoBaHMA C  KOHTPONEM pedepeHCHbIM MEeTOAOM WU  OTAENbHble PaHAOMU3MPOBAHHbIE KIMHUYECKMEe
VUCCNeAoBaHUs W cucTeMatuyeckue 0630pbl  UCCNEAOBaHU NO60ro  Au3aiHa, 33 WCK/YEHUEM paHAOMU3UPOBAHHbIX
KJIMHUYECKUX UCCNef0BaHNi, C MPUMEHEHVEM MeTa-aHanumsa

3 Wccnenosanns 6e3 nocneaoBaTeNlbHOr0 KOHTPONS pedepeHCHbIM MeTOAOM WM UCCNefoBaHus C pedepeHCHbIM MeTO4OM, He
ABNSAOWMMCS HE3AaBUCUMbIM OT UCC/1eAyeMOoro MeToaa Unm HepaHAoOMU3NPOBaHHbIE CPAaBHUTE/IbHbIE UCCNEAOBAHMSA, B TOM Yucne
KOropTHble uccrenosaHus

4 He CpaBHUTEJNIbHbIE UCCIEA0BaHUA, ONMUCAaHNE KIIMHUYECKOro cny4yas

5 NmeeTcs nuwb 060CHOBaHWE MexaHu3Ma ,ﬂeﬁCTBMﬂ W MHEHWE 3KCNepPTOB

Ta6auiia 12. IlIkana omeHKM YpOBHE JOCTOBepHOCTHU AoKasaTeabcTs (V) it MeTonoB
npodWIaKTUKMU, JiedeHusT U  peadwmmtauuu  (MpodMIaKTUIYECKUX, JIe4eOHbIX,
peaduINTAIVIOHHBIX BMEIIAaTeIbCTB)

vaan PacwudpoBka

1 CuctemaTtunyeckuii 063op PKU ¢ nprMeHeHneM MeTa-aHanusa

2 OTaenbHble PKU m cuctematnyeckme o630pbl nccneaoBaHuii noboro AusaliHa, 3a uckatoyeHnem PKW, ¢ npumeHeHuem MeTa-
aHanusa

3 HepaHaoMU3MpoBaHHble CpaBHUTENbHbIE NCCNEA0BaHWUS, B T.4. KOrOPTHbIE UCCNEA0BaHUS

4 HeCDaBHVITeJ'IbeIe nccnenoBaHnAa, onucaHue KAMHUYeCKoro cniyyas uav cepumn cnydaes, nccnegoBaHus <<CJ'IyHal7I-K0HTDOJ'Ib>>

5 MmeeTcsi nuwb 060CHOBaHME MexaHu3Ma ﬂeﬁCTBMﬂ BMewaTensCTBa (AOKI‘IMHVIHECKI/IE VICC}'IE,D.OBaHl/IH) W MHEHWE 3KCNEepPTOB

Ta6nauia 13. llIkasia onieHKM ypOBHel yoeauTeabHoCcT pekomeHaanuii (YVP) jiss MeTomoB
npobWIaKTUKM, [OMArHOCTUMKM, JIedeHusT u peadmwmrauum (MPOoPMIaKTUUECKUX,
IMarHOCTUYEeCKUX, JiIeYeGHbIX, peabuINTAIMIOHHBIX BMeIIaTeIbCTB)

YYyP Pacwudposka

A CunbHasi pekomeHaauus (BCe paccMaTpuBaeMble KpUTEPUW SDMEKTUBHOCTU (MCXOAbI) SBASIOTCS BaXHbIMU, BCe
nccnenoBaHUAa UMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA0/10rM4yecKkoe Ka4yecTso, UX BblBOAbl MO UHTEPECYOLWUM
ncxoaam ABNATCA COI'}'IaCOBaHHbIMl/I)

B YcroBHasi pekoMeHAauus (He Bce paccMaTpuBaeMble Kputepun aheKTUBHOCTU (MCXOAbl) SABMSIOTCS BaXHbIMU, He BCe
1ccnefoBaHWs UMEIOT BbICOKOE WM Y[ OBETBOPUTENIbHOE METOAOMOrMYEcKoe KayecTBO W/WAWM WX BbIBOAbI MO
MHTEPECYIOWMM NCXOAaM He SBNISIOTCS COrNacoBaHHbIMU)

C Cnabas pekoMeHfauus (OTCyTCTBME [OKasaTenbCTB HaAsiexallero kavectsa (Bce paccMaTpuBaeMble KpuTepuu
3(hPEKTUBHOCTU (MCXOAbI) SBMSIOTCS HEBAXHBLIMU, BCE UCCNEA0BAHNS UMEIOT HU3KOE METOAOJIONMYECKOe KauyecTBO U UX
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIOTCS COrNacoBaHHbIMM)

MeTozpl, MCIIO/Ib30BaHHbIE /ISt (DOPMYIMPOBAHUS PEKOMEHIALMIT — KOHCEeHCYC IKCIIEPTOB.

DKOHOMMYECKMI aHaJau3: aHalu3 CTOMMOCTM He IIpOBOOMJICA WU l'Iy6J'II/IKaLU/II/I 110
Cl)apMaKOBKOHOMI/IKe He aHaJIM3UPOBAJINCD.

MeToapl BaIUAN3AUUU PEKOMEHIAINIA:

e BHeurHss 3KCrepTHas OLleHKa
e BHYTpeHHSS 5KCIIepTHas OLleHKa

OnmcaHue MeToAa BaauIM3auy PeKOMeHIamin

Hacrosimye pekoMeHmanuy B TIpeIBApPUTENbHON BepcUM pelleH3MPOBaHbl He3aBUCUMBIMU
9KCIepTaMu, KOTOpbIe TIOMPOCUIM  TPOKOMMEHTMPOBATh, TpEXIe BCEro, HACKOIbKO
MHTepIIpeTanys JOKa3aTelbCTB, JeKallNX B OCHOBE PEKOMEeH/IAlINiA, TOCTYITHA JJIsl TOHUMAaHMS.

KomMmeHTapuy, MOydYeHHbIe OT SKCIIEPTOB, THIATEIbHO CUCTEMATU3UPOBAIUCH U OOGCYKAAIUCH
npencenatesieM M wieHaMu pabodeil rpymmbl. Kakmplii MYyHKT O0OCYKOAICS U BHOCHMMbIE B
pe3ysbTaTe 3TOr0 M3MeHeHUs B PeKOMEeHAAIMM PerucTpupoBainch. ECiy ke M3MeHeHMs] He
BHOCUJTUCh, TO PETUCTPUPOBAINCH TPUUMHBI OTKAa3a OT BHECEHUST M3MEHeHUIA.

IO  OKOHYATEeNbHOV  pemakiuMu U  KOHTPOJS  KauecTBa  PEKOMEHZAIMM  IMOBTOPHO
MpoaHaJIM3UPOBaHbl uWleHaMM paboueii TPYIIbl, KOTOPble MNPUIUIM K 3aKITIOUEHUI0, UTO BCe
3aMeyvaHust M KOMMEHTapUM SKCIIEPTOB IIPUHSTHI BO BHMMAaHME, PUCK CUCTEMATUUECKMUX OINMOOK
Ipy pa3paboTKe peKOMEeHaINi1 CBeleH K MUHUMYMY.

LlesieBast ayAUTOPUS JAHHBIX KIMHUYECKUX PEKOMEHIaIMii:

1. Bpaun-oHKonoru (Bpaun-xupypru, Bpaum-yposiornu)
2. Bpaun-sHpokpuHonoru

3. Bpaun-panmyuorepaneBThl

4. Bpaun-11aToa0roaHaTOMbI

5. Bpaun-TepaneBThl

6. Bpaun o0111€ei MpaKTUKM



IOuarHocTuyeckMe ¥ JiedeOHble OMNUMM B OTHOLIEHMM TmanueHToB ¢ AKP TpebGyioT
MYJIbTUAVCIAIUIMHAPHOIO TIOIX0a.

ITopsaoK OGHOBIEHNS KAMHUYECKUX PeKOMEeHAaIMit

MexaHu3M OOHOBJIEHUSI KIMHUUECKMX PEKOMEHIAIMIA MpeaycMaTPUBaeT UX CUCTEMATUYECKYIO
aKkTyalM3alyio — He peske ueM OfMH pa3 B TPU Toja, a Takoke IPU TOSIBIeHUM HOBBIX JaHHBIX C
MO3ULMM JIOKAa3aTeNbHOM MeAUIMHBI 10 BOMpPOCaM IMATHOCTUKM, JeueHus, TpopMIakTuKu u
peabuInTanMy KOHKPETHBIX 3a00JIeBaHMii, HaIMUMM OOOCHOBAHHBIX IOIOMHEHWUIT/3aMeyaHuil K
paHee yTBepkAeHHbIM KP, HO He yaiiie 1 pa3a B 6 MecsI1eB.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

KP400. Xponunyeckuii 6osmeBoit cuaapom (XBC) y B3pOWIbIX MAIIUEHTOB, HYKTAIIIUXCS B

PeKomeH,uam/m 110 3aMeCTUTEIbHOM Tepalnuu 1pu JiedeHUM MUTOTAaHOM

1. A6comoTHAs HeAOCTATOUYHOCTb TVIIOKOKOPTUKOW/IOB

¢ [TIOKOKOPTUMKOM/IBI: C HAYaJIa JIeUeHSI MUTOTAaHOM™* mO3bI ITPEBBINIAIOT CTAHIaPTHbIE:
o T'mppoxkoptusoH** 50-75 mr/cyr

e OlleHKa aJJeKBaTHOCTY 3aMeCTUTeIbHO Teparnmn IIpon3BOAUTCS MO KIMHUMYECKNUM KPUTEPUIM,
BK/IIOYasl apTepuaJibHOE OaBJIeHMe, ITYyJIbC, HaJ'II/I‘II/IE/OTCYTCTBI/Ie alfrneTmuTra, IMHaMMKY MaCCbl
Tena. Takke HeOGXO,E[I/IMO IIPpMHMMAaTb BO BHMMaHIE YPOBEHD 3JIEKTPOJIUTOB KPOBMU.

2. MyHepanKOpTUKOMIHASI HeJOCTaTOUHOCTb PEry/IsSPHO OLIEHMBAETCS [0 YPOBHIO SJ€KTPOIUTOB
KPOBU, KOPPEKIMS — QIIyIPOKOPTU3OH**

3.[unoroHagMsM y MY)KYMH OLEHMBAeTCSl MO0 KJIMHMUYECKUM TMPOSIBIEHUSIM (SpeKTUIbHAS
IUChHYHKIUS M TUHEKOMACTHS), IMO[ATBEpPXKIAeTcs  pe3yabTaTaMM  TOPMOHAJIBHOTO
o0cnenoBaHus, TpeOyeT 3aMeCTUTEIbHOI Tepamnn.

4. BTOpuYHbBIii TUIIOTUPEO3 peryisipHo oueHuBaercs 1o yposHw TTI, T4 cB. (TTI - HOpMa,
cHUKeHMe cB. T4 — cHIKeH) U TpebyeT 3aMeCTUTETbHOI Tepanumn.

PexomeHpauumu mo IIPMMEHEHNIO MUTOTAaHAa B KAUYe€CTBE aJabIOBAHTHOM Tepannuun

e HauanbpHas gosa mutotaHa** coctasisiet 1 r/cyt (2 Tab6mn/cyt). Kaxkabie 3—7 mHeli MPOBOIUTCS
rossimenue Ha 0.5 - 2 T/cyT (C yueTom IepeHOCHMMOCTH) 0 M03bI 4-8 1/cyT (8-16 Tabn/cyT), uin
JI0 MaKCMMaJIbHO ITepPeHOCHMOI1 103bl; TpenapaT MPMHUMAETCS 2 - 5 pa3/CyT BO BpeMsI e/ibl.

e [loBbIlIeHVE NO3bI PETYIUPYETCS

o TIepeHOCHMOCTBIO ITperapara;
© IOCTUTHYTOM TepaneBTUYeCcKoi KoHIeHTpauyei (14-20 MKr/mir)

e O1eHMBaTh YPOBEHb MUTOTAHA** B KPOBM HEOOXOMMO

o Kakzable 4—-8 Hex 40 OOCTVKeHMS 11eJ1eBOi 30HbI;
© TIpM IOCTVDKeHUM 11eIeBOi 30HbI KaXKble 2-3 MecC B TeueHMe 2 JieT, B JajabHelillieM BO3MOXHaA
OIleHKa uepe3 6ojiee IINTEIbHbIE MHTEPBAJIbI

e KiuHu4YecKas u Tomuuyeckast OleHKa ITPOBOIUTCS He pexe 1 pas B 2-3 Mecsna

¢ Heo6Xomumo oOIpeneneHre ypOBHSI MUTOTaHa** B KPOBU TP BO3HUKHOBEHMM MOOOUHBIX
acdderToB

o [Ipy BO3HMKHOBEHUM ITOOOUHBIX 3 (HEKTOB:

© He3HAUMTEJbHbIX/YMEPEHHBIX — MPOJO/DKUATD ITPUEM MUTOTAH, TPOBOAUTH CMMITTOMATUUECKYIO
Teparmio;

0 3HAUMUTETbHBIX — BEPHYTCS K MOC/IeAHell TepeHOCHMOi [03e, TPOBOAUTD CUMIITOMATUUYeCKYIO
Teparnmio;

O TSDKENbIX — MPEeKPATUTh MpUeM MUTOTaHa™* mpoBecTu crienuduUyeckoe JedeHyre CUMIITOMOB,
3aTeM BO300HOBUTH MUTOTAH™*, HAUMHASI C MAJIbIX J103.



HpI/IJIO)KEHI/Ie b. AJII‘OpI/ITMbI BeadeHUs ITallMeHTa
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

Pak KOpbI HAANOYEUYHMKA, WIM aZpeHOKOpTUMKaabHbIN pak (AKP) - penkoe (opdaHHOE)
omyxosyeBoe 3aboieBaHMe, XapaKkTepu3yoieecsl, Kak MPaBWwIo, MTO3OHUM CPOKOM BBISIBIEHUS W,
TIpM HECBOEBPEMEHHOM U HeTIOJTHOM JieueHUM, HebmaronpusiTHeiM rmporuo3om. AKP npumepHo B
TIOJIOBMHE HAOMIOAEHUII MOXET COMTPOBOXKIATHCS MOBBINIEHHBIM BbIfIeJIEHMEM B KPOBb TOPMOHOB
HaJIo4eyHMKoB [115].

AKP - omHa M3 caMbIX peIKuX OITyXojeii yemoBeka. Exkeromuo BoisiBistiior 0,5-2 cryuas AKP Ha
MWUIMOH HaceneHusl. JKeHIIMHBI 60/1eI0T B 2.5 pa3a vaiie MYKUMH, CPeIHMI BO3PACT MallIEHTOB
cocraBisieTr 46 yer. B Poccum AKP BHeceH B IlepeueHb penkux (opdaHHbBIX)_ 3a001eBaHMI
Munsapasa PO.

IIpuunnbl pasButus AKP

[TpuumHBI BO3HMKHOBEHMSI U nporpeccupoBauust AKP, oueBuaHO, 3aK/II0YAIOTCS B TeHeTUYECKUX
Iedexrax. OHM MOTYT 3aTparuBaTh UCKIIOUMUTENbHO KJIETKM KOPbl HATIOUEUHMKA, U3 KOTOPBIX U
pa3BMBAeTCs OIyXOJib. B 3TOM ciyuae 3abojieBaHMe 3aTparuBaeT TOJbKO CaMOro TallieHTa U He
HacaeayeTcst ero neTbMu. ['opasmo peske (3-5% ot Bcex cryuaeB AKP cpenyt B3pOC/IbIX MMAIIeHTOB)
AKP pa3BuBaeTcsl 13-3a BPOXKIEHHBIX TeHeTHUeCKuX AedeKTOB, TMPUCYTCTBYIOMINX BO BCeX
KJIeTkax opraHmsma. B sTom cimydae rosopsat o pasButum AKP B pamMKax HaclaeqCTBEHHOTO
cuHapoma. Ha cerognusimianii neHb, AKP onmcaH Kak KOMIIOHEHT CIeoyIolnuX CUHOPOMOB: JIu-
O®paymenu, JIMHYa, MHOXECTBEHHONM 3SHIOKPMHHOV Heomasuu 1 Tuma, l'apgHepa (ceMeliHBbIL
aleHOMaTO3HbIi monno3), Komruiekca Kapun, BekBura-Barimemana, Helipodubpomarosa 1 Tuma.
B ciyuae, ecin y manmenTa BoisiBiieH AKP B cocTaBe Hac/lie[CTBEHHOTO CUMHAPOMA, HEOOXOAMMO
06c1enoBaTh €r0 KPOBHBIX POJCTBEHHUKOB U, IPEXIE BCETO, NETEIA.

BaxkHo oTmeTnTh, uTO Ccpemu Bcex ciaydaeB AKP B metckom Bo3pacte 80% 0O0YCIOBIEHBI
BPOKAEHHBIMU TeHeTUUeCKMMU pAedeKTamMiu, MPUBOASIIIMMMU K PA3BUTUIO CcuHApoma JIu-
®paymMeHU.

YeTKOJi CBSI3M MeXAy BOo3HMKHOBeHMeM AKP v 06pa3oM KM3HM MM BHEITHUMM (HaKTOpamMu 10
HACTOSIIIEr0 BpeMeHY He 0GHaPYKEHO.

IIposisnenuss AKP

B 50-60% cnyuaeB AKP cOmpoBOXOAeTCST TIOBBIIMIEHHOV TIPOAYKIMEl TOPMOHOB KOPbI
HaAIIOYeYHUKOB, & UMEHHO:

1. TIIOKOKOPTUKOUIBI (KOPTU30J M KOPTU30H);
2. MMHEPAJIOKOPTUKOU LI (AJIbIAOCTEPOH, KOPTUKOCTEPOH U Ie30KCUKOPTUKOCTEPOH);
3. TIOI0BbIE TOPMOHBI (AHAPOTEHBI U 3CTPOTEHBI).

BonmplIMHCTBO Omyxoseii M30AMPOBAHHO CEKpeTUpyeT KOpTu3on (o 60%) mau aHOpOreHbl B
KOMOMHAaLMM ¢ KOpTu3ojaoMm (30%).

JKamobbl MaleHToB ¢ TOPMOHAIbHO-aKTUBHBIM AKP ompenensioTcsl MOBBIIIEHHOM MPOAYKIei
COOTBETCTBYIOIIVX TOPMOHOB:

- KopTu3omna (obmias c1abocThb, TOJOBHbIE OOM, OKMPEHME, C TUIIMYHBIM OT/IOKeHMEM KUPOBO
KJIeTYaTKu B 0067acTM JMlQ, ey, TPyOu, KUBOTA. JIMII0O TPU 3TOM BBIISIUT OKPYIJIBIM,
JyHOOOPa3HbIM. Ha 1ekax MmosiB/sIeTCsT MypPITypHbI pyMsiHell. Pyku 1 HOrM Ha060pOT CTAaHOBSITCS
TOHKMMMU ¥3-32 YMEHbIIEHNUSI Macchl MbIiiil. Ha Koyke TIOSIBJISIIOTCS yrpeBbie BbIChITIaHUs. PaHbl 1
Mope3bl 3aKUBAIOT MeJIeHHO. BO3HMKAIOT 601 B KOCTSX M CKIOHHOCTD K MepesioMam, becruiogue,
MOBBILIEHVE aPTePUATLHOTO IaBJIeHNs U AP.);

- aJbpIOCTepOHa (IMOBBINIEHME APTePUAIBHOTO AABJIEHMs, (JIabOCTh MBIIII, BCIENCTBUE TIOTEPU
Kanus);

- TecToCcTepoHa (POCT HEXeJaTeNbHbIX BOJOC HA TeJle, TIOHMKEHMEe TeMbpa roioca, yBeauueHue
KJIIUTOPA Y SKEHIIVH, TTOBBIIIEHE SKUPHOCTU Y HEUMCTOTA KOXKN);
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- 3CTPOTeHOB (MMIIOTEHIVS, YBeJIMUEeHMEe TPYIHBIX JKejle3 Y MY;KUMH, MAaTOUHbIe KPOBOTEUEHUS Y
SKEHIIMH B IIOCTMEHOMay3e).

T'opMOHaIbHO-HEaKTUBHbIE OIyX0Jy BCTpevatoTcs B 40% ciydaeB ¥ KOBapHBI IIOTOMY, UTO JOJITOE
BpeMsI MOTYT HUMKaK O cebe He 3asiB/ISITh U B IajbHeNIIeM, IPY YBeTMYeHUN Pa3MepOB OITyXOJH,
TIPOSIBIISITBCST OOIIMMM HeCTeUM(PUIHBIMY CUMIITOMaMM: AVMCKOMGOPTOM MM GOSIMU B SKUBOTE
WM CTIMHE, OUIYIIeHVeM IepernoJHeHUsT B SKMBOTE, HAJIMYMEM OObeMHOTO 06pa3oBaHUS B
OPIOIITHOI TIOIOCTY, OTIPEIE/ISIEMOTO BPauOM MY CAMOCTOSITEIBHO MAIIMEHTOM IIPU OILYTIhIBAHUYU
SKMBOTA.

BoisgBineHue (auarHoctuka) AKP

[lupokoe BHeApeHME B KIMHMUYECKYIO IMPAKTUKY METOHOB JIy4€BOW AMAarHOCTUKM, TAaKUX KakK
ynbTpasBykoBoe uccienosanme (Y3U), kommbioTepHast Tomorpadust (KT), MarHuTHO-pe30HaHCHAS
tomorpadust (MPT), mIpMBesio K pe3KOMY YBEIMUEHMIO UMCIa CJIyUYaifHO BBISIBIEHHBIX OITyXOyeit
HaanouyeyHUKoB. CllydyaliHO BBbISIBIEHHAs] OIyXOJdb HA[AINOYeYHMKA MOXKET O0Ka3aTbCsl Kak
TOPMOHA/IbHO-HEaKTUBHOI, TaK ¥ aKTMBHO MPOM3BOLUTD Pa3/MYHble TOPMOHBI (CMOTPU BBIILE);
MUCXOOWUTb M3  Pa3NMYHBIX  YacTeil  HAJIMOYeyHMKa, OBITb  37I0KAYeCTBEHHON  WiIn
nmobpokavecTBeHHOM. Cpemy BCeX CIydaifHO BBISIBIEHHBIX OITyXoieil HagmoueyHuka AKP
BCTPeYaeTcsl IPMMePHO B 4% Cilydaes.

Ilpu momospenun Ha AKP mpoBoauTcs jabopaTopHas OMarHOCTMKA, KOTOpas 3aK/IvaeTcs B
BBISIBJIEHMM TOPMOHAJbHBIX HapyLIeHUI, XapaKTePHBIX I TOPMOHaIbHO-aKTUBHOrO AKP. [
TIOATBEPKAEHMS/VICKIIOUeHMS] TOPMOHA/IbHOM aKTUBHOCTY OITyXOJIM PeKOMEHIO0BaHbl (JIeLyIolye
MeTOZbI TAG0OPATOPHO TMAarHOCTUKU:

e ompeneseHMe KOPTU30Ja B DaHHME YTpeHHMe uachl Ha (GOHe T[OaBISIONero TecTta C
JleKCaMeTa30HOM,;

® MpPU OTCYTCTBMM (PU3MOIOTMYECKOTO TIOJNABIEHMSI YPOBHS KOPTM30Ja — OIpeneeHue
aJlpeHOKOPTUKOTPOITHOTO TOPMOHA B YTPEHHME Yachl;

e BCeM MalieHTaM C BbISIBJIEHHOJ OMyXOJIbl0 HaJAMOYeUHMKA [/ UCKIIUEeHMs OPYroii OMacHoii
omyxonu — (heoxXpoMOLIMTOMBI, ITOKa3aHO OIpefeNieHre HOopMeTaHeppuHa U MeTaHedpUHA B
CYyTOYHOI1 MOUe U/IN IIa3Me;

* IIpM HaJAMUYMM Yy MalMEeHTa C OMYXOJIbl0 HaAIIOYeYHMKA apTepuaabHOI TUIlepTeH3UM MTOKa3aHo
orpenesieH/e COOTHOUIEHUSI MEXIY YPOBHEM albJOCTEPOHA M aKTMBHOCTBIO PEHMHA IJIa3Mbl
JIJIS1 ICKJTIOYeHM S IePBUYHOTO IUITepaibg0CTePOHN3MA;

® IIpU MOAO3PEeHMM Ha M30IMPOBAHHYIO WM COYETAHHYIO (C TUIIEPKOPTULIM3MOM) OITyXOJIeBYIO
TUIIEPNIPOAYKIMIO TIOJMIOBBIX TOPMOHOB II0Ka3aHO OIpefeneHue CTePOUAHBIX TOPMOHOB
CBIBOPOTKM KPOBU (HeTUIPOINMMAHIPOCTEPOH-CYIbdaT, 17-0KCUTIPOTeCTepOH, aHIPOCTeHMOH,
TECTOCTEPOH, 17-B-5CTpainon y My>KUMH U KeHIIH B MEHOIIay3e).

MeToabl JTy4eBOii AMArHOCTMKM Ha COBPEMEHHOM IJTarie MMEIOT BakKHelilllee 3HaueHue Ijist
JIOOTIepallIOHHOTO TMOATBepKAeHus nuarHosa AKP. U eciu Hanuuue NPSIMBIX IPU3HAKOB
3JI0KaueCTBEHHOCTHM OITyXOJIM, TAKMX KaK IIpopacTaHye B OKpysKalollyie OpraHbl, MeTacTaTuyeckoe
ropaskeHue aMMQOy3I0B, TeUeHN, JIeTKux, genaet quario3 AKP mpaktuueckyu o4eBUIHbBIM, TO UX
OTCYTCTBME CTABUT 3a7aUy I10 BBISIBIEHUIO IPU3HAKOB, XapAKTEPHBIX MMEHHO JJIS 3TO OTTyXOJN.

KommbiorepHas Tomorpadust (KT) — «30/0TOi CTaHIApT» JIy4eBOi AMArHOCTUKM OITyXoJeii
HaJIIOYeYHMKOB.

VnpTpasBykoBoe ucciegoBanue (Y3U) Mcnonb3yeTcss JOBOJIBHO YaCTO B KayeCcTBe MEPBUUYHOTO
JIMarHOCTMYeCcKoro MeTosa. Y3 oueHb XOPOIIIO OIpesesiseT OIyXoib, HO, K COKaJeHUI0, He BCeraa
MOYKET TOYHO OIpPENeNUTDb MPOUCKXOKAEHME 3TOi ormyxonn. Y31 MoXKeT ObITh MCIIOIb30BAHO ISt
MepBUYHOM OMArHOCTMUKM OITyXOJieii HaAIOUeYHMKOB B CJiyuae HEBO3MOXKHOCTU BBITIOMTHEHUS
KOMIIBIOTEPHOI ToMOorpaduu.

MarHuTtHO-pe3oHaHcHass Tomorpadus (MPT) pekomeH0oBaHA sl TIEPBUYHON MMAarHOCTUKYU
OIlyXOJieli HaJAIlOYeuHMKOB, a Takke IJIs1 MCKIKUEHMSI MeTacTa3oB B TrojoBHOM Mosre. MPT
obnamaeT BBICOKOV UYBCTBUTEIbHOCTbIO B BBISIBJIEHUM OIYXOJeil HAaJIIOYeYHMKOB, OLIEHKU
COCTOSIHMSI OITyXOJIM, B TOM UMCJIe TOpaskeHUs COocefHMX opraHoB. OOHAKO TOYHOCTb HAHHOTO
MeTopa Ioka Huke, uem KT.

Ocreocuuuturpadusa (cuuHTUrpadmsa KoOCTeil) peKOMEHJOBaHA TIpU TOJ03PEHUM Ha
MeTacTa3bl KOCTell CKeleTa.



IMosuTpoHHO-3MUccuouHasa Tomorpadus (I13T) ¢ gesorcudTopraoko3oit (O/II) mokasaHa aJis
OIpene/eHMsI CTaAUM U PaCIPOCTPAaHEHHOCTM MIPOoLecca, a Takke B KauecTBe IMarHOCTUYeCKOIo
MEeTOZa, MO3BOJISIIONIETO OINPEAENUTb 3JI0KAUECTBEHHbIN MOTEHIMAA TIPU HeOONMbIIMX pa3mMepax
OITyX0JN (70 4 CM).

ITynkuyonHast 6uorncus B coydae AKP He mMeeT TOKa3aHHBIX MTPEMMYIIECTB, 061ajaeT HU3KOM
YYBCTBUTEIbHOCTbIO, HENOCTATOUHON MHQPOPMATUBHOCTHIO ¥  BBICOKON  BepPOSITHOCTHIO
OCJIO’KHEHUIA, IOITOMY ee IPOBeJleHMe He [T0Ka3aHo.

Jleuenne AKP

Ouarnoctuka u jgeuerne AKP mo/sKHBI TPOMCXOOMUTDb C yUACTMEM Bpada-3HIOKPUMHOIOra, Bpava-
XUPYpra, Bpaua-OHKOJIOTa, Bpaya-KAMHINYECKO JabopaToOpHOI AMarHOCTUKM, Bpaua-paanoiora B
CTeIanu3MPOBaHHOM YUPEKIeHUN/OTIeTeHNUA.

Haubonee 3¢hdeKTMBHBIM METO[OM JieueHusl sIBisieTcsl xupyprudeckuii. [Ipu BeisiBnenun AKP Ha
PaHHMX CTaAMSIX 3a00JIeBaHMsI, KOTIA HET IMPOPACTAHMSI OITYXOJIM B KM3HEHHO BaskHbIe OPTraHbl 1/
WJIM MHOTOUYMC/IEHHBIX METaCcTa30B, OIlepalusl SIBJISIeTCSl IePBbIM 3TAllOM KOMIIJIEKCHON Tepanuu.
Hamee TIpM OTCYTCTBMM METACTA30B XUPYPrUMUeCcKOe JiedyeHMe MOKeT ObITh JIOIMOJHEHO
Ha3HaueHueM JIC B aJblOBAaHTHOM pexXuMe). PellleHre 0 je4eHUM MPUHUMAETCS Ha OCHOBAHUU
ocobeHHOCTEI orTyxonu (Ipeskae Bcero, uuaekc Ki67) u reuennst AKP y JaHHOTO MalyeHTa.

B Cciydae Ha/IMuusi MeTaCTa30B Ha MOMEHT BbISABJIEHUS AKP uau BO3HMKHOBEHUSI UX B
IanbHeleM KOMIIJIEKCHOe JieueHMe JO/MHKHO BKIKUaTh U XMMMOoTepaImnio.

MHOXeCTBeHHbIe MeTaCTasbl W/UIN IIpopacCTaHme OIIyXOJM B XM3HEHHO BaXHbI€ OpPIrdHbl Ha
MOMEHT IIOCTaHOBKM [OMarHo3a AKP, KaK IIpaBMJIO, He IIO3BOJIAIOT IIPOBECTU aJE€KBATHOE
XUpyprumuyeckoe JjJeueHme i MOIryT IMpUBECTU K CeéPbe3HbIM OCIOKHEHMAM BO BpeMsd OIllepalnn.
HOSTOMY B TaKoii CuUTyalumum jedyeHue HaUMHaKT C XuMuoreparmnm, 4ro, B OOJIBIIMHCTBE cjIy4dae,
NIPpUMBOAUT K YMEHBIICHNIO Pa3MepPOB OITyXOJIEBbIX OUAT'0OB; faJjiee IIPOBOLAT Olepannio.

HOucranunonHas maydeBas Tepanus (IJIT) pekomeHIOBaHAa B KayeCTBe Ma/UIMAaTUBHONM Tepanumn
npu Metacraszax AKP B KOCTM U LIeHTPAJIbHYIO HEPBHYIO CUCTEMY.

TapreTHasi Tepammsi B HAcTOsllee BpeMsl He peKOMEHJOBaHa MJis JIeYeHMSI MalMeHTOB C
pacrnipoctpaHeHHbIM AKP, T.K. B psile MCCAeIOBaHMIA BO3MOXHOCTU TPMMEHEHMsI IperapaToB
9TOTO Kjacca TpPM  pacipocTpaHeHHbIX ¢opmax AKP  ObIM  MPOIEMOHCTPUPOBAHBI
Hey[IOBJIeTBOPUTE/IbHBIE Pe3yIbTaThI.

IIporuos

B 1uemom, mnporHos AKP ompepmensercss CBOEBPEMEHHOCTbIO BbISIBJIEHMSI 3ab0JieBaHMS,
9 PeKTUBHOCTDIO IIPOBOAMMOTO JIEUEHMST U TIPUBEP;KEHHOCTDIO MallieHTa K Tepamnin.

Jleuenne AKP sIB/ISIETCSI IJIMTENBbHBIM M TPYHOEMKUM IIPOIIECCOM, TPeOyeT YCUIUIT He TOIbKO
KOMaHJ bl Bpauei 1 camMmoro nanueHTa. [[pyBep>keHHOCTD K JIeYeHM 0, BBIIIOJIHeHM e PeKOMeH Al
110 CBOEBPEMEHHOMY 00C/IeJOBAaHMIO U JIEUEHUIO, KaK MTPaBWIIO, TTO3BOJISIIOT TOOUTHCS YITyUIIeHNST
umn crabuimsanuss AKP. HambGonee HeO6IarompusiITHBIN IPOTHO3 OTMEUYaeTcs y TMallMeHTOB,
KOTOpbIe OTPULIAIOT CBOEe 3a00/IeBaHMe U He BBIMOMHSIOT peKOMeH/ IallMii Jieualero Bpayva.



IIpunokenmne I.

IIpunoxxenue I'l. Kputepuu oneHku orsera onyxoiu Ha jedeHue (RECIST
1.1)

HasBaHue Ha pyccKOM si3bIKe: KpuTepun OLleHKM OTBETa OMYXOJM Ha XMMMOTepareBTUIecKoe
neuenue (RECIST 1.1)

OpuruHaibHOe Ha3BaHMe: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)
VicTOUHMK (ITyOIMKaIMS ¢ Bajaugamnueii):

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

HcTOYHMK (HA PYCCKOM SI3BIKe):

TomboneBckuit BA, Jlaiman Alll, [lanueB AH, Bmamsumupckuit AB, MoposoB CII (pen.):
MeTtopyuueckue peKOMeHJaluu I0 TMPUMEHEeHUI0 KPUTepHueB OTBeTa COMMUIHBIX OIyXO/leit Ha
xummnorepaneBTuyeckoe jeueHue (RECIST 1.1). Metomuueckue pekomeHpaauuu N2 46; 2018.
http://medradiology.moscow/d/1364488/d/no46 2018 recist 11.pdf

Twumn: llIkana olleHKNU
HasHaueHMe: OlleHKa OTBETa Ha XMMMOTepareBTUYeCcKoe jedeHne

Ta6muma 15. OneHka pasMepoB OCHOBHOTO OITyX0JI€BOT0 ovara

MonHbi oTBET
(Complete Response - CR)

NcyesHoBeHMe Bcex 3KCTpaHoAanbHbIX LeneBbix obpasosanuii. Bce naTtonornuyeckue
nuMdaTnyeckue ysnbl AO0MKHbI YMEHbLWUTbCA <10 MM no KOpPOTKOW ocv B abCcosoTHOM
3HaYeHuN.

YacTUYHbI oTBET
(Partial Response - PR)

YMeHblUeHNEe CyMMbl HanbonblKMX pa3MepoB o4varoB 6onee yem Ha 30%; ANA CpaBHeHMs
6epeTcs NepBUYHOE UCCefoBaHme.

MporpeccupoBaHue 3aboneBaHusa

(Progressive Disease - PD) o YBesMyeHMe CyMMbl HaubBoNbLUMX pa3MepoB He MeHee yeM Ha 20 % MO CpaBHEHUIO C

BPEMEHHOW TOYKOM, UMEoLEeNn HaUMEHbLUYIO CyMMYy HanbonbliMx pasmepoB (Haaup)
o CyMMa HaubonbluMX pa3MepoB [O/KHA [AEMOHCTPUpOBaTb abCoNMOTHOE YyBenuueHue
pasMepoB He MeHee YeM Ha 5 MM.

e JlocToBEpHOE NosiB/IeHME HOBOrro OMyXO0JIEBOro ovara

Crabunusaums 3aboneBaHus (Stable
Disease - SD)

HecooTBeTcTBue kputepnsam CR nnm PR npu otcytcTBum PD.

Ta6anua 16. OneHKa MeTacTaTMYecKX 04aros

MonHbii otBeT (Complete Response -
CR) o lcuesHoBeHWE BCeX [OMONHUTENbHLIX 0YaroB W HOPManu3auus YPOBHS OMyXONeBbIX

MapKepoB.
o Bce numdaTnyeckme y3nbl AOMKHBI UMETb pasMep MeHee 10 MM MO KOPOTKOW OCH.

o HopManusauus ypoBHSI OMyXOseBbIX MapKepoB

I'IporpeccmposaHme 3aboneBaHusa O,CLHO3HaHHaﬂ nporpeccusa  AOMNOJSIHUTENIbHbIX 0O4aroB, MNOsABNI€EHWE OAHOro0 WU HECKOJIbKUX
(Progressive Disease - PD) HOBbIX 04aroB.

Ta6auua 17. CymMapHas oleHKa 3a601eBaHus

LleneBbie ouaru

Heuenesblie ouarun

Hosble ouyarn

O6wwuit oTBET

MonHbIh oTBET

MonHbIin oTBET

Het

MonHbIin oTBET

MonHbIn oTBET

YacTuuHbIli  OTBET/CTabunbHbI
npouecc

Het

YacTuuHbIi oTBET




MonHbI oTBET Henb3s oueHuTb Het YacTuuHbIli oTBET
YacTuyHbIi oTBET Het rnporpeccupoBaHuns Het YacTuuHbIi oTBET
3abonesaHus nnm Henb3s
OLIeHUTb
CrabunbHoe 3abonesaHue Het nporpeccMpoBaHus Het CrabunbHoe 3abonesaHue
3aboneBaHus unm Henb3st
OLeHUTb
Henb3sa oueHutb Her nporpeccupoBaHuns Het Henb3s oueHuts
3aboneBaHus
MporpeccuposaHue Noboe cocTosiHme Jioboe cocTosHne MporpeccupoBaHune
3abonesaHnsa 3abonesaHus
Jo6oe cocTosiHne MporpeccupoBaHune Jlio6oe cocTosiHne MporpeccupoBaHune
3abonesaHus 3abonesaHus
JNo6oe cocTosiHue Nob6oe cocTosiHne Ectb MporpeccuposaHne
3abonesaHus

IIpunoxenue I'2. Kpurepun agekBaTHOCTU Oonlepanumn

Ha3BaHue Ha pycckom si3bIke: Kiaccudukaruii pesumyanbHbix omyxoneii (R Knaccudukarys)

OpurnHanbHoe Ha3Bauue: Residual Tumour (R) Classification

HcTouHuK (IyGauKamus ¢ Baauaamnmuen):

Brierley ], Gospodarowicz MK, Wittekind Ch (eds). TNM classification of malignant tumours.

Oxford, UK ; Hoboken, NJ : John Wiley & Sons, Inc., 2017.

Twumn: [IIkana oLleHKU

HasHaueHme: olleHKa aJeKBaTHOCTU XUPYyprmyeckoro JieyeHus II10 HaJ'H/IqI/II'O/OTCYTCTBI/II{)
peSMﬂyaJ’[bHOffI OITyXOJ/In

Ta6auua 18. Knacecndumkanmii pesupyansHbix omyxoneii (R Kimaccudukans)

AaHHble COMHI/ITe}'IbeI)

RO Pe3upayanbHas onyxonb OTCYyTCTBYeT (MONHas pesekumns ¢ OTCYTCTBMEM MPU3HAKOB OMyX0NeBOro pocTa)

R1 Pe3nayanbHasa onyxonb onpeaenseTcs MUKPOCKOMMYecKn (MpM3Haky OMyXxoneBoro pocta B Kpasx yAaneHHOW TKaHu)

R2 Pe3|4,u,yaanaa OonyXoJib onpeaendaeTrca MaKpoCKOonu4yecku (OCTaTKI/I onyxosinv, MaKpoCKOMMn4yecku BuaMMbleE BO BpPeEMSA
onepauun)

Rx HenocTaToMHO AaHHbIX ANS onpeaenieHvs pesnayanbHoi onyXonu (OUEeHUTb afAeKBaTHOCTb Orepauun HEBO3MOXHO WK




