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Cnucox coxkpaieHui

BOAr-NMIT/KT — NO3UTPOHHO-OMUCCHOHHAs Tomorpagus c¢ 18-pTopae3okcuritokos3oi,
COBMEIIIEHHAs! C KOMITbIOTEPHOU ToMorpadueit

AJCC — AmepuKkaHCKUN 00bEeIMHEHHBIH KOMUTET IO PaKy

ENSAT — EBpomeiickas paGouasi rpymnma mo u3y4eHHIo omyxoiieil HaanoyeuHukos (European
Network for the Study of Adrenal Tumors)

HU (egununer XayHcduiina) - 1eHCUTOMETPUYECKHE TTOKa3aTeNu 1pu nposenennn KT

RECIST — Kpurepuu oTBeTa CONMIHBIX OMyxoJjei Ha Tepanuto (Response evaluation criteria in
solid tumors)

SUV (standartised uptake value) - makorutensHslii kputepuii npu ®IT-IIIT/KT

TNM - MexaynapoaHas kiaccudukanus CTaadid 3J10KAaYECTBEHHBIX HOBOOOpa3OBaHUM
(ab6pesuarypa ot Tumor, Nodus, Metastasis)

UICC — MexayHapoaHbli coro3 o 6opsoe ¢ pakom (Union for International Cancer Control)
AT — aprepranbHas TUIIEPTEH3US

AKP — pak Kopbl HaAMO4YeUYHUKA (CUH.. alpeHOKOPTHKAIBHBIH PaK)

AKTT — aapeHOKOPTUKOTPOIHBIN TOPMOH

AJIT — ananuH-aMMUHOTpaHCEpasza

APC - anp10cTepOH-PEHUHOBOE COOTHOILLIEHUE

ACT — acnaprar-aMMHOTpaHc(pepasa

BO3 — BcemupHas opranusanusi 3[paBOOXpaHeHUs

JWIT — nucraHnnoHHas Ty4deBast Teparus

I'T'TII — ramma-TiryTaMUII-TpaHCIIENI T 1a3a

I'CIHTI — rnoOynuH, CBA3BIBAIOLINI MTOJIOBBIE CTEPOUIBI

HUI'X — *MMYHOTUCTOXUMUYECKOE UCCIIEA0BAHUE

KY — xonTpacTHOE ycunenue

MKB-10 — MexayHnapogHas kiaaccudukaiys oone3neit 10-ro mepecMoTpa

MPT — MarHuTHO-pe30HaHCHas ToMorpadpus

MCKT - mynbTucnupaibHas KOMObIOTEpHAS TOMOTpadus

MD3DH — cuHAPOM MHO>KECTBEHHBIX SHIOKPHUHHBIX HEOILIa3Ui

HIIB — HroxHs4 monas BeHa

OBII — oprans! OpIOUIHOI MOJIOCTH

OT'K — oprassl rpy1HO! KJIETKH

IIT'A — nepBUYHBIN TMIEPATBIOCTEPOHNU3M

OXI/TIT — peoxpomoniuToMa/aparaHrianoma



CHUK - cunapom Unenko-Kymmnara
TTI - TupeoTponHslii FOPMOH

¥Y3U — ynpTpa3ByKOBOE UCCIEAOBAaHUE



TepMuHBI U onpeaeJeHUs

All'blOBaHTHaﬂ XUMHUOTEPANIUA — XHUMHOTCpallkda, IpUMCHAEMAasd II0CJIE€ JIOKAJIBHOI'O

BOSZ[efICTBI/ISI Ha OIIYXO0JIb B LEIAX 3paauKalluy UKW JJIMTCIIBHOIO MOAABJICHUSA MUKPOMCTACTAa30B

I'epMuHaTUBHAs MyTanus — U3MEHEHUE CTPYKTYpbI TeHa (II0CIe0BaTeIbHOCTH HYKICOTHAOB,
XpPOMOCOMBI, T€HOMa), 0 CPaBHEHHIO ¢ pedepeHCHON MOcie10BaTeIbHOCThIO, BO3HHKIIEE B

MOJIOBBIX (3apOIBIIIEBHIX) KIETKAX.

I'unepkopTHUM3M (SHIOTCHHBIN) - KOMIUIEKC KIMHMYECKUX CHMIITOMOB, OOYCIIOBIIEHHBIX
JUTUTEIIBHBIM BO3JICMCTBHEM KOPTHUKOCTEPOHMJIOB HAa OPTraHM3M BCJIEJACTBUE HMX H30BITOUHOU

SHJIOT€HHON TPOAYKIHUH.

Z[paﬁBepHaﬂ MyTalusl — HU3MCHEHUE CTPYKTYPbhI I'€Ha (HOCJ’I@I{OB&TGJ’ILHOCTI/I HYKJICOTHU OB,

XPOMOCOMBI, TEHOMA), MHULIMUPYIOLEE MPEBpallleHne HOPMAIbHOMN KJIETKU B PAKOBYIO

HNuuuaenTaioMa HANMOYEYHHKA - cCOOMpaTeNIbHOE MOHATHE, BKIIIOYAIOIIEe pa3HOOOPa3HYIO MO
Mopdonorun Tpymmy omyxoneid Ooinee 1 cM B auamerpe, CIyd4allHO BBISBICHHBIX IPU

PaaArOJIOTNICCKOM O6CH€IIOBaHI/II/I.
Kaﬂueporene3 - CJIOKHBIN HaTO(I)I/ISI/IOJ'IOl"I/I‘{CCKI/II\/’I ponecce 3apOKACHUA U PA3BUTHUA OITYXOJIH.

Myraumusa — croiikoe (TO ecTh Takoe, KOTOPO€ MOXKET ObITh YHACJIeJOBAaHO MOTOMKaMHU

JaHHOM KJIETKH WUJIH OopraHnu3ma B CJiydac repMHHaTHBHOﬁ MYTaI_II/II/I) N3MCHCHHUC I'CHOMaA.

OcTtpast HaANOYeYHNKOBAsI HEJOCTATOYHOCTH — CUMIITOMOKOMILIEKC, 00YCIIOBICHHBIN PE3KUM
CHI)KGHMEM WJIM TOJHBIM  NpeKpauleHHeM  (YyHKUMOHAJIBHOM  JESTENbHOCTH  KOPbI

HaAIIOYCYHHUKOB.

Opdannoe 3a6oseBanue — penkoe 3a00JieBaHUE, KOTOPOE BCTpPEUAETCs y HEOOJBIIOTO
KOJIMUECTBA JIFOJIeHl OTHOCUTENBHO OOIIeH YHCICHHOCTH HaceJeHus: B EBpone pekuM MpuHSATO
cuuTaTh 3a00JIeBaHuE C pacnpocTpaHeHHOCThIO0 1 yenosek Ha 2000 Hacenenus, B CILIA — ecnu

3arparuBatoT He MeHee 2000 yenosek, B Poccun — ne 6onee 10 yenosek Ha 100 000 HaceneHus.

ITepBuuHBIi rHNEPaTbIOCTEPOHU3M — KIMHUYECKUN CUHIPOM, Pa3BUBAIOLIUICS B pE3yJIbTAaTE
U30BITOYHOM  MPOAYKUIUH  allbJIOCTEpOHAa  KIIyOOYKOBOW 30HOW KOPKOBOTO  BEIIECTBA

HAaATTOYCYHUKOB, IIPHU KOTOPOM CEKpCUH aJIbAOCTCPOHA ITOJTHOCTBIO WK YaCTUYHO aBTOHOMHA 110
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OTHOIICHHUIO K peHI/IH'aHFHOTCH3I/IHOB0ﬁ CHCTEME, qTo O6y0J'IOBJ'H/IBa€T Pa3sBUTHC

HU3KOPEHUHOBOW IMIIOKATMEMUYECKON apTepUaibHOM THIIEPTEH3HH.

CUrHajJbHbIi MYTh — TOCJIEIOBATEIILHOCTh MOJIEKYJI, TOCPEIACTBOM KOTOPBIX MH(OpMAaNus OT

KJICTOYHOI'O PCLCIITOPA MCPCAACTCA BHYTPU KIICTKHU.

CuHAPOM «HeynpaBJsieMOil FeMOAMHAMHUKHN» — [1aTOJIOTHYECKOE COCTOSIHHUE, BOZHUKAIOIIIEE Ha
¢doHE KaTEXOJIAMUHIIPOAYLIUPYIOIMIECH OMyXOdH HAJMOYCYHHKA U XapaKTepPU3yIoIIeecs PE3KUM
yYaleHNEeM THIIEPTEH3UBHBIX BEICOKOAMIUTUTYIHBIX KPU30B C YCYTYOIISIFOIICHCS HeKypaOembHOI

THITIOTOHUEH B MCKIIPUCTYITHOM IICPUOJLC

CucremHasi XMMHMOTepanmusi — BBEJCHHE IIPENapaToB BHYTPb, IOAKOKHO, BHYTPHUBEHHO,

BHYTPUMBIILIEYHO, PACCYMTAHHOE HA OOIIUI MPOTUBOOIYXOJEBBIH (D (DHEKT.

DeoXpoMOIUTOMA - ONyXOoJib XpoMad(HUHHBIX KIETOK CHMIIATO-apPECHAIOBONH CHCTEMBI
HAJMIOYEYHUKOBOM WJIM BHEHAJIIOYCUHUKOBOM JIOKAIM3AIMU, KaK MPABUIIO, CEKPETHPYIOIIas

KaTCXO0JaMUHBI.



1. Kparkas nndopManus no 3a001eBAaHUI0 HJIH COCTOSIHUIO (TpyIiie

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeneaenne 3a00j1eBaHUsl _WJIM __COCTOSIHUS _(Tpynnbl__3a00JIeBAHUI WM

COCTOSIHMA)

Pak xopel HaamouyeuHuka (cum.: aapeHokopTukanpHblM pak; AKP) — penkas
3JI0Ka4E€CTBEHHAs OIyXOJb KOpbI HAANOYEYHUKOB, XapaKTepU3yIollas, KaK MpPaBUio, IMO3IHUM
CPOKOM BBISIBJICHHUS, aIrPECCUBHOCTBIO KJIIMHUYECKOTO TEUEHHUsS U HEOIaronpUATHBIM Je4eOHbIM

nporso3om [1].

1.2 DTHOJIOTHA M IATOreHe3 32001eBaAHNS MM COCTOTHUSA (IPVIILI 3200J1€BAHMH MJIN

COCTOSTHM )

Kanueporenes mnpu AKP o00ycinoBieH papailBEpHbIMM MyTalUsIMU psiia T€HOB H
AKTHBAI[UCH COOTBETCTBYIOIIMX CHUTHAJIBHBIX MmyTeil [2]. B OonpIIMHCTBE CilydacB 3TH MyTalUH
BO3HUKAIOT CIIOHTAHHO B COMAaTMYECKHUX KJIETKaXx KOpbl HAANlOYEYHMKA, IPUBOISA K
CHOpaguyecKuM ciy4asm 3aboneBaHus. Taxke B ocHoBe maroreHesa AKP moryr nexarts
repMUHATUBHbIE MYTallMU: B 3TOM ciIy4ae 3a0ojeBaHue OyJeT HabI0JaThCsl B paMKax TOTO WIH

WHOT'O HACJIEICTBEHHOTO cuHapoma [3].

OnucaHo HECKOJBKO HACJIEICTBEHHBIX CHHAPOMOB, KOMIIOHEHTOM KOTODBIX SIBJIAETCS
AKP (Tab6mx. 1). B pamkax Bcex CHHAPOMOB OTMEUaeTCsl HU3Kasi QeHOTUITNYECKasi IEHETPAHTHOCTh
AKP, B cBsi3u C 4em, MPOCIEAUTh HACIECACTBEHHBIM XapakTep 3a00JIeBaHHS aHAMHECTUYECKH
noctatouyHo cnokHO [1]. CambIM  pacnpOCTpaHEHHBIM —HACJIEACTBEHHBIM CHHIPOMOM,
BrmouatonuM AKP, sBusercs cunapom Jlu-OpaymeHu, oOHapyKHBaeMblii B OOJBIIUHCTBE
ciayuyaeB AKP B nerckom Bo3pacte — 10 80% BceX MalMEeHTOB; OH TAKXKE SIBJISIETCS CaMOi 4acTon
npuurHOi HacneacTBeHHOTOo AKP Bo B3pociom Bospacte — 10 5% Bcex ciaydaeB 3a00J1€BaHUs.
PacripocTpaHeHHOCTh OCTaJIBHBIX CUHAPOMOB, accounnpoBaHHbix ¢ AKP, cocraBnser ot ponei

nporenTa 10 3-4% cpenu B3pocibix nanuentos ¢ AKP [3].

Ta6auna 1. HacaeacrBeHHbie CHHAPOMBI, accounupoBanubie ¢ AKP [3]

Cunapom JApaiiBepHbIe I'eHbl PacnpocTpaneHHOCTD cpeau

nanueuToB ¢ AKP

Cunapom Jlu-®paymenn TP53 3-5% cpenu B3pOCIBIX;
50-80% cpenu nereit




Cunapom JInnua MSH2, MSH6, MLH1, 3% cpenu B3pOCIbIX
PMS2

M3H 1 tuna MEN1 1-2% cpenu B3poOCIBIX

CeMelHbINI aJeHOMATO3HBIH APC MeHee 1%

noaunos3 (cunapom I'apanepa)

Kommuieke (cunapom) Kapuu PRKAR1A MmeHee 1%

Cunapom bekBurta-Bugemana IGF2, H19 6 noxyce MeHee 1%
11p15

Heiipogpuopomartos 1 Tuna NF1 meHee 1%

I'enes cunapoma JIn-dpaymenu cBs3aH ¢ HHAKTUBUPYIOIIEH MyTarueid B rene TP53, rene-
CyIpeccope 0IyxoJieBoro pocta. CHHIPOM XapakTepu3yeTcsl pa3BUTHEM CapKOM MSATKUX TKAHEH,
paka MOJIOYHOM >KeJe3bl, HOBOOOpa30BaHUM TOJIOBHOTO MO3Ta, Jeiiko3oB 1 AKP. On nauboinee
4acTO BCTPEUYaAETCs B I0KHBIX pernoHax bpazunuu, rae 0,3% nonyisinuu ABIISIOTCS HOCUTEISIMU

repmuHatuBHOM MyTaru R337H B rene TP53.

B ocHoBe marorenesa cunapoma JIuHua jexaT repMUHATHBHBIE MyTallUd B OJHOM H3
reHoB cuctemsl penapanuu JJHK (MSH2, MSH6, MLH1, PMS2), uTo npuBOIUT K pa3BUTHIO paka
NPOKCUMAIIBHBIX OTNENIOB TOJCTON Kuiiku (no 80% ciydaeB cuHgpoma Jlunga). ITomumo
KoJiopektasibHOTO paka u AKP, y mnanueHtoB ¢ cuHApOMOM JIMHYA TMOBBIILIEHBI PUCKH
3JI0KaUYeCTBEHHBIX 00pa30oBaHMN Jpyrux JoKaiau3auuid: paka sHaoMerpus (50-71% cioyuaes
cuHApoma JInH4a), IoOYe4YHOH JTOXaHKH, MOYEBOTO ITy3bIPsl, MOYETOUHHUKOB, SUYHUKOB, JKEITY KA,
TOHKOM KMILKH, MOPKETYIOUHOM kKeye3bl, a TaKkKe INIM00JacTOM TOJIOBHOTO MO3Tra U OIyXOoJen
CaJIbHBIX Kele3. MoryT HaOIoaaThCsl TaKUe KOYKHBIE MTPOSIBIICHNUS, KaK KEPaTOAKaHTOMBI U MATHA

OBCTa ((I(O(l)e C MOJIOKOM)).

CuHIPOM MHOXKECTBEHHBIX OHHAOKpPHHHBIX Heomasuii (MOH) 1 tuma oOycrmoBieH
FepMUHATUBHBIMH MYTAalUsIMH B TreHe-cymnpeccope omyxojeBoro pocra MEN1. Haubonee
pacrpoCTpaHEHHbIM (DEHOTHUIIOM —aJPEHOKOPTUKAJIBHBIX IMOPAXKEHUH, HAOII0JaeMbIM IIpH
cugapome MOH 1 tuma, SBASAIOTCS OJHOCTOPOHHSS WJIHM ABYCTOPOHHSS THUIIEPIUIA3UsS KOPBI
HAJIMOYCYHUKOB M aJICHOMBI. DTH TOpaxeHus: BcTpevarorcs y 45-55% mamuentoB ¢ MOH 1 u
MOTYT ObITh TOPMOHAJIbHO-AKTUBHBIMU WM HEQYHKIMOHANBHBIMU. PacnipocTpanennocts AKP B
pamkax curapoma MOH 1 tuna mocturaer 22%. pyrumu nposiBnenusmu cunapoma MOH 1

THIa HauOOJee 4YacTo SBJISIOTCA T UIICPILIa3usd WKW OIIYXOJIM OKOJIOIMUTOBHUIHBIX KCJIC3,



OPUBOJANINE K TMEPBUYHOMY THUIIEpIApaTUPEO3y, IMaHKpeaTHYeCcKhue HEeHpOIHAOKPHUHHbBIC

OIIyXOJIH, OIYXOJIM THIIO(H3a.

AKP Takke MOXET BBISBISATBCS B COCTaBe CHHAPOMOB ['apmHepa (aIeHOMAaTO3HBIN
NOJINIO3 KUIIkK), bekButa-Bunemana, komruiekca Kapuu, neiipopudpomaros 1 tuma. J{omnst aTux

cuHIpOoMOB B cTpykType AKP, o nanHbsIM nuteparypsl, He npesbimaet 1% [3, 4].

1.3 DnuaeMuoJiorusi 3a00JeBaHUS WJINH COCTOSIHUS (rpynnbl 3a00JieBaHUN WU

COCTOSIHMA)

Exerognoe BoisiBienne AKP cocraBnser 0,5-2 ciydas Ha 1 MUJUIMOH HaceleHUs, B

CTPYKTYpPE OHKOJIOrn4ecKoil cmeptHOoCcTH cocrasisier 0,04—0,2%. Haubonsmas 3a001eBacMOCThb
b

HAOJI0TaeTCs B I0XKHBIX PETHOHAxX bpasmimu, 9410 00BACHAETCS BRICOKOH paclpOCTPAHEHHOCTHIO

repMuHaTuBHOM MyTanuu R337H rena TP53.

Ha mMoMeHT mocTaHOBKM JMarHo3a CpeJHHI BO3pacT manueHTta cocrtaiser 50-60 ner,
OJIHAaKO 3a00JIeBaHUE TaKXKe BCTpedaercd y JeTeil. JKeHmmHbl Oosiel0T 4alle, COOTHOIIEHUE

JKCHIIMHBI/MYXYUHBI cocTaBisieT 2,5:1 [2; 5].

Onuaemuonoruyeckue naaHHple 10 Poccuiickoit  ®enepanuu  OLEHUTh  KpaiiHe
3aTpyIHUTENBHO, TaK KaK OHKOJOrHYecKass OoT4eTHOCTh oThenbHo o AKP He dopmupyercs,

PETHCTpP OTCYTCTBYET.
AKP Brito4eH B nepedeHb opdaHHbIX 3a0oneBanuii B PO [6].

1.4 Oco0eHHOCTH KOAMPOBAHNS 3a001eBaHUA MM COCTOHNA (rpynnbl 3a001eBaHUM

HJIN  COCTOSIHMII) mo MeKIVHAPOAHOM CTATHCTHYECKOH KJaaccu(pukanuu 00Je3He U

NMpPo0JieM, CBA3aHHBIX CO 3I0POBbEM

C74 3nokayecTBeHHOE HOBOOOpA30BAaHUE HAJIITOUYCYHHKA
C74.0 Kopsl HagnoueyHHuKa

C74.9 HanmodeyHnka HEYTOYHEHHOW YacTH

1.5 Kaaccudukanus 3a00/1eBaHUs MJIU COCTOSAHUS (Ipynnbl 3a00JeBaHUN WM

COCTOSIHM )

1.5.1. MexknyHapoaHasi THCTOJIOTHYECKAs Kiaaccupuranus
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Cormacio  MexayHapogHoi — rucrtojormueckoi  (knmaccudukarus — BcemupHoit
opraam3anuu 3apaBooxpanenus (BO3), 4-e uzmanue, 2017 1.), AKP komupyercs xak 8370/3
(Tabx. 2) [2].

Ta6auna 2. Knaccupuxkauusi BO3 onyxouieit Kopbl HagnmoyeuHukos, 2017 r. [2]

APEHOKOPTUKAIBHBIN paK 8370/3
AJIpeHOKOpTHKAJIbHAS aJICHOMA 8370/0
OmyXoJu CTPOMBI TIOJIOBOTO TshHKa 8590/1
AneHOMaToHIHAs OMYXOJb 9054/0

MeseHxuMallbHBIE U CTPOMAJIBHBIE OITYXOJIH

MuenonumnomMa 8870/0
IIIBanHOMa 9560/0
I'emaTonuMdOHIHbIE OITYXOJIH

Bropuunsie omyxonu

Mopgonocuueckue kool npusedenvt 8 coomeemcmsuu ¢ MedxcOyHapoOHou Kiaccugurayuell OHKOI0SUYeCKUX

sabonesanuii (1CD-0):
10— 0obpoxauecmsennas onyxoiv,
11 — onyxonb ¢ HeymouHeHHbIM, ROSPAHUNHBIM ULU HEONPEOEeTCHHbIM 310KAYECMEEHHbIM NOMEHYUAIOM,

/2 — carcinoma in Situ wiu unmpasnumenuanvhas Heoniasus 8bICOKOU cmenenu 3noxkavecmaennocmu (grade 3),

13 — 3n0xkauecmeennasn OnyxoJio.

1.5.2. CragupoBanue

CrapupoBanue AKP mnpoBogar mno knaccupukanuu TNM  AMepHKaHCKOTO
o0veauHeHHoro komutera no paky (AJCC)/Coro3a MeXIyHapOJHOTO KOHTPOJIS HaJ pPakoM
(UICC) 8-ro nepecmotpa (2017 1.) u no knaccudukaimu EBporelickoit pabodei Tpymbl 1Mo
usyueHuro onyxoJjeir HaamouedHukoB (ENSAT, European Network for the Study of Adrenal
Tumors) [7;8].

Knunnueckoe cragupoBanue AKP ocymiecTBiseTcss Ha mpeaonepalioOHHOM 3Tane Ha
OCHOBaHUHU Pe3yJIbTATOB BU3YAIM3UPYIOMIUX TUArHOCTHYECKUX MeToa0B. [locie mpoBeneHus
XUPYPIUYECKOro JIeUeHUs Ui Hajuiexkanero craaupoanuss AKP HeoOX0aMMO rMCTOIOTHIecKoe
noareepxkeHue (pTNM).

IepBuunas onmyxoan (T/pT). Kputepuii T orpaxaeT pacnpocTpaHEHHOCTh MEPBUYHON
OITYXOJIM U COZIEPXKUT CIIETYIOIINE IpajJaliu:

Tx: IlepBudHas Omyxoib HE MOXET OBITh OI[CHEHA
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TO: HeT AaHHBIX O HAJTMYUU MIEPBUYHOM OITyXO0JIH

T1: pazmep onyxonu < 5 cm;

T2: pazmep onyxonu > 5 cm;

T3: omyxonp m10060r0 pasmepa C JOKaIbHON HMHBa3Hel, 6€3 BOBICUECHUS OKPYKAIOIIMX
opraHoB*;

T4: omyxoub m11000T0 pa3Mepa ¢ HHBAa3Hii OMYXOJIH B OKPY>KaIOIINE OpraHbl H/UITH TPOMOO03
HkHEH mosioit Bens! (HIIB) u/mmu TpoM0603 mMoYedHON BEHBI.

*  Oxpysicarowumu  opeaHamu  AGIAOMCA: NOYKA, ouappaema, KpynHvie cocyoul,
nO0HCENYO0UHAS dicele3d, NeUeHb.

Peruonapusbie iumparnyeckue y3abl (N/pN). Kpurepuit N yka3piBaeT Ha HAINYNE HIH
OTCYTCTBHE METACTa30B B PErHOHAPHBIX JTUM(PATHICCKUX y3IT1ax

NX: peruonapusie TUMQPOY3JIbl HE MOTYT OBITH OLICHEHBI,

NO: oTcyTCTBHE METAaCTaTUUECKOTO MOPaKeHUs TUM(OY3IIOB;

N1: meracratuueckoe nopaxxeHue JMMqQpoy3ioB

Pecuonapuvivu  cuumairomes  aumgoysznel  6opom  nOYKU, napaaopmaivhvie U
napakasanvuvie. CmopoHa nopasicerus HA0NO4eyHUKa He Y4Umuleaemcs.

Ortaanennbie Meractasbl (M). Kputepuit M xapaktepu3syeT Haauuyhe WA OTCYTCTBUE
OTJAJICHHBIX METACTa30B!

MO: oTaNeHHBIX METACTa30B OTCYTCTBYIOT

M1: oTnaneHHble MeTacTa3bl HPUCYTCTBYIOT
I'pynmupoBka kputepueB TNM mns onpenenenus craguum AKP mo UICC u ENSAT
npezcrasiena B Tadmune 3. Kpurepun ycranosnenus cragun AKP maentuansr kak as UICC,

tak u 11 ENSAT.

Tadoaunua 3. CragupoBanune AKP mo TNM AJCC/UICC 8-ro nepecmorpa u ENSAT

Cranns no Kpurepun
AJCC/UICC 8-ro | cragupoBanusi TNM no
nepecMoTpa u AJCC/UICC 8 ENSAT
ENSAT
Cramus 1 T1 NO MO Kak 8 UICC TNM 8
Cragus 2 T2 NO MO Kak B UICC TNM 8
Cramus 3 T1/T2 N1 MO OmnyxoJb ¢
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* MeTacTa3zaMH B JUM(OY3IIbI

* pacmpocTpaHeHUEM HH(PIIbTPAIHH
T3/T4 | NO/N1 MO 3a Ipezeiibl HaAmoYeYHuKa

* omyxoJjeBbiM TpoMOo30oMm HIIB nmu

HOYESYHOU BEHBI

JIrobast omyxoiib C  OTJAJICHHBIMH
Cranus 4 T1-4 N1-4 M1
MeTacTa3aMu

1.6 Knunnyeckasi KApTHHA 3200/1€BaHNUsI MJIM COCTOSIHUS (TPYNNbI 3200J1eBAHUIA MJIN

COCTOSIHMA)

AKP MoxeT OBITb rOpMOHAJIbHO-aKTUBHBIM, SABJISAACb, Yall€ BCCTO, HpH‘IHHOﬁ

cyOknuHuyeckoro win Manudectaoro cunapoma Muenko—Kymmura (CUK), u/unu BupuiabHOTO
CHHIIpOMA, WJIH MOXET OBITh CIy4ailHO BBISBJICHHOW T'OPMOHAJIBLHO-HEAKTHBHOH OITyXOJIBIO
HA/IMTOYEYHUKA

Knuanueckue nposiBnennss AKP B pa3HBIX BO3pPAaCTHBIX Ipymax HECKOJIBKO OTINYAIOTCS.

Y B3pOCHBIX NAalMEHTOB KiIMHUYeCKHe mposiBieHnss AKP BKIIOYAIOT CHMIITOMBI
n30BITOYHON ropMoHabHOU cekperun (50-60%) n Hecnenm@uyeckre CUMIITOMEI, CBSI3aHHBIE C
poctom omyxomu (30-35%) [2;9;10]. B ocrampHbix caydasx (10-15%) 3aboseBanue
oOHapyXuMBaeTcs  CIydyallHO TNpH  TOPOBEIEHUM  BU3YAJIM3UPYIOIIUX  UCCIIEIOBaHMIA:
MyJbTHCTIUPATIbHON KommbtoTepHOH Tomorpapuu (MCKT) u/unm MarHuTHO-pEe30HaHCHOM
tomorpaduu (MPT) u/unu ynerpasBykoBoro uccienoBanus (Y3U1) kak nnuuaenranoma (Tadn.4

) [8-13].

Taéuuna 4. Kmuanveckue nposiBiaennsi AKP y B3pociabix nanueHTos [8]

[Tposinenuss AKP PacnpocTpaneHHOCTD
ABTOHOMHas1 FTOPMOHAJIbHAS TUIIEPIPOAYKLINS 50-60%

e T'mnepxoptunmsm (cuuaapom Mienko-Kymmnra) 50-80%

e T[unepnpoayKIusi aHAPOTEHOB (BUPWIIU3AIIMS Y )KESHIITIH ) 20-30%

e [ uUnmepnpoayKius 3CTPOTEHOB 5%

e IlepBHYHBII rUNEPaIbIOCTEPOHU3M 2-3%
Hecnemuduyeckue nposiBieHus 30-35%

13



HNunuaerraioma 10-15%

Haubonee pacnpocTpaHeHHBIM NPOSIBICHUEM FOPMOHAIBHOM TMIEPIPOAYKIIUH SBIISIETCS
THIIEPKOPTHIM3M, Kak u3onupoBaHHblii (30-50%), Tak M B COYETAHMU C CHMITOMAaMHU
pupmwmmsanuu (20-30%). Takum obpa3om, runepkoprunm3m pocturaetr 50-80% cpeam Bcex
cly4aeB ropMOHalIbHO-akTUBHOTO AKP.

N3onupoBaHHast TUIIEPIPOSYKIUS aHJIPOr€HOB ABIISIETCSA BTOPBIM o
pacIpoCTPaHEHHOCTH MPOSBICHHEM TopMoHabHOW akTUBHOCTH AKP (1o 20% mnarueHTOB).
['mnepanaporeHeMus: y *KEHIIMH MOXET NMPUBOJUTH K Pa3BUTHIO THPCYTH3Ma, BUPWIM3ALUN U
HApyIIEHUIO MEHCTPYaJbHOTO LHUKJIA. Y MYXYMH M30BITOK aHAPOTEHOB 4YacTO OCTAeTCs
HE3aMEUEHHbIM BBMJly CKYAHOCTH CHUMNTOMOB. ['unepnpoxaykuus sctporeHoB npu AKP
BCTpedaeTcs peako (Menee 2%), BBI3bIBACT Y MY>KYHH Pa3BUTHE THHEKOMACTUH U aTPOPUH SUYCK,
y JKCHIIUH B MTOCTMEHOIAY3€ MPOSBISIETCS METpopparusMu. M30bITouHas CeKperus MOJIOBBIX
TOPMOHOB IIpU OOHAPYKEHUU OIYXOJM HaANOYEUHUKA OCOOCHHO MOJI03pUTENIbHA B OTHOLICHUN
AKP.

Haubonee penkwii BapmanT sHAokpuHonatuu npu AKP cBsizaH ¢ mposBICHUSMHU
NEPBUYHOTO THUIIEPATBIOCTEPOHN3MA, KOTOPBIH MaHH(ECTHPYeT BBIPAKEHHOW apTepUaIbHON
TUNepTeH3ued M runokanuemuei. IloBbllIeHHass NPOAYKLHMS allbJJOCTEPOHA OTMEYaeTCs
HECKOJIBKO Yallle B paMKaX CMEUIaHHON rOpMOHAJIbHOM MPOAYKIIUH.

B GompmmncTBe ciiyqaeB AKP nmeer oTHOCHTENBHO OOJBIITNE pa3MeEpbl, B CPETHEM —
6osee 10 cM; OMyX0Jab MOXKET YBEITUYUBATHCA 10 25 ¢M u 6onee. Hecrienuduieckne cMMITOMBI
AKP, Takue kak muckomdopT uiau 0oiu, 00Jb B MOSCHUYHONW U abJOMUHAIBHOU O0JIACTSX,
OLIYILIIEHHE TMEePETIONHEHU eIy 1Ka, 00YCIOBIEHBl POCTOM OIYXOJIH B pa3Mepax U KoMIpeccuen
HpHIeKaIMX opranos [14].

CuMOTOMBI, TPAaTUIMOHHO ACCOLMUPYEMBIE C OHKOJOTHYECKHMM 3a00JIeBaHUEM
(TmoxyieHue, MOBBIIIEHHOE TOTOOT/ICJICHHE B HOYHOE BPeMsI, BRIPAKECHHAS CIIa00CTh, TNXOPAKa),
Kak mpaBmiio, He xapakrepHsl st AKP [8].

VY nereit ropmoHanbHas akTUBHOCTb AKP BbABisercs uamie, uyeM Yy B3pOCIBIX, U
cocraBisieT 87-95% ciyuaeB 3a00seBaHUs1. BOIBIIMHCTBO OITyX0JIEH N30JUPOBAHHO CEKPETUPYET
koptuzon (65%) wiu angporeHsl B koMmOuHammu ¢ koptusoioM (30%). Jpyrue BapuaHTbI

FOpMOHaHBHOﬁ AKTUBHOCTU B JETCKOM BO3pPACTC MOKHO CHUTATHh Ka3YUCTUUICCKHUMU.
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2. IlmarHocTuka 3a060J1eBaHNsI MJIM COCTOSIHUSA (TPyNnbI 3200/1eBAHUI WIH
COCTOSIHMII), MEIUIIUHCKHE MOKA3aHUSA M NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METOA0B ITUMATHOCTHKH
Kpurepun ycranojienus nuarioza AKP Bxirouarot
1. >xamoObI malMenTa;
2. JaHHbIC UHIVUBUAYaTHHOTO U CEMEMHOTO aHAMHE3a,;
3. pe3ysbTarhl (PU3UKAILHOTO 00CIICIOBAHNS;
4. pe3ynbTaThl JTAOOPATOPHBIX, HHCTPYMEHTAIbHBIX W MHBIX JHArHOCTHUYECKUX
HCCIIE0BAHUM.

Junarnoctruka Hemeractatnueckoro AKP ocymecTBiisieTcst B ciydae BbISIBICHUS OILYXOJIH
HagnoueyHuka. C »3Tol Touku 3peHus auarHoctuka AKP paccmarpuBaercss B pamkax
muddepeHIManTbpHOr0 JUarHo3a ¢ JIPYTUMH  OMyXOJSMHU HaJIIOYEYHHKOB, Hambojee YacTo
BBISIBIIIEMBIMU  CIIy4aHO (MHIMACHTATIOMaMu). TepMHH «HMHIMACHTATIOMA HAIIOYCYHUKAY
SIBIISIETCSl COOMPATEIIBHBIM, BKIIFOUAIONIUM PAa3HOOOPA3HYIO M0 MOP(OIOTHH TPYMITY OIyXOJeh
6osiee 1 cM B aumamerpe, CIy4ailHO BBISBICHHBIX MPH PaJAMOJIOrHYEcKOM obciemoBanuu [15].
BrisiBnenHoe oOpa3zoBaHHe MOXKET

. OKa3aTbCsi KaK TIOPMOHAJIbHO-HEAKTUBHBIM, TaK M AaKTUBHO HPOU3BOJUTH
pa3IuYHbIE TOPMOHBI;

. UCXOJIUTh W3 PA3JIMYHBIX 30H HAAMOYEYHUKA WJIM HUMETh HECHEIU(PUIHYIO
OpPTaHHYIO IPUHAJIEKHOCTD;

. OBITH 37T0KAQUECTBEHHBIM WU 100POKAYECTBEHHBIM.

JlnarHocTrka MECTHOPACIPOCTPHEHHOTO MJIM METACTAaTHYECKOr0 pakKa Kak MPaBWIO HE
BBI3BIBAET TPYIHOCTEH, MHOT/AA MpoBoAUTCS MuddepeHnranbias TUarHoCTUKA C OMyXOJsIMU
MEYCHU, TOYKH, 3a0PIOIIMHHBIMA HEOPTaHHBIMHU OITYXOJISIMH.

I[Ipu AKP HeGonpmux pa3MepoB C MACCHUBHBIM OTJAJICHHBIM METaCTaTUYECKUM
MOPAKEHUEM MOXKET BO3HUKHYTH HEOOXOJUMOCTH NU(PepeHITHaTbHON TUATHOCTUKUA C JAPYTOH

3JI0KaY€CTBEHHOW OMYXOJIbIO C METACTa30M B HAJMIOYEUHHUK (HApUMeEp, paKa JIETKOTO).

2.1 ’Kaao0LI M1 aHAMHeE3

XKanobsl manueHToB ¢ TOpMOHATbHO-aKTUBHBIM AKP ompenenstorcs xapaktepom
CEKPETOPHOTO CIEKTPa OMyXOJIN:
® THUNEPKOPTUIIM3M: oOO0mas caaboCcTh, TOJOBHBIC OONH, IUCIJIACTUYHOE OXXHUPEHUE,

apTepualibHas TUIIEPTEH3MS, MBIIIEYHAs CIa00CTh, MATPOHU3M, «KIMMAKTEPUUYECKUI TOpOUK»,
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SpKHE IMHUPOKUE CTPUU (TMepeaHss OproliHas CTeHKa, Oeapa, MOAMBIIMICYHbIE 00JIacTH W T.1.),
HAPYIICHUS] MEHCTPYAIbHOTO [IUKJIA, CHIYKEHHE ITOJIOBOTO BICUCHHUS, CaXapHbBIN 1uadeT, u ap.;

® TUNEPAHIPOTCHEMHS: Yy SJKEHIIMH THUPCYTHU3M, HAPYMIEHUS MEHCTPYAIbHOTO IHUKJIA,
YBEJIMUEHUE KIIUTOPA; MOBBIIICHUE JKUPHOCTH ¥ HEYHCTOTA KOXKU;

®  TUIEPICTPOreHEMHUS: UMIIOTEHIMS, THHEKOMACTHUS Y MY»XYHMH, METPOPParuu y >KEHIIUH B
MOCTMEHOTIAY3€;

®  TUNEPATBIOCTEPOHUZM: apTepualibHas TUIEePTEH3HUS, HE KOppUrupyemast
MHOTOKOMIIOHEHTHOM Teparnueil, MplieyHas caadocTsb.

I'opmonanbHO-HeakTuBHBIE AKP MOryT mposiBisThCS HecrieunGuuecKuMu xkanobamu Ha
TUcKoMOpT/00NSIMU B JKUBOTE WM CHUHE, ONIYIICHHE MEPEroJIHEHHUS B JKUBOTE, HaJIHuue
00BeMHOT0 00pa3oBaHUs B OPIOIIHOW ITOJIOCTH, ONPEICIIIEMOTO CaMOCTOSITEILHO IPU
OIIYTIFIBAHUU KHBOTA.

B 10-15% Bcex cnyuaeB nanuenTsl ¢ AKP He npeabsBisior xano0, B 3Ttom ciydae AKP

MMEPBUYHO BBIABIIACTCS KaK HHIUJICHTAJIOMA.

2.2 duzukajabHoe 00CaeI10BAHUE

[IposiBnenuss AKP, BwisiBnsiemble npu (QHU3UKAIEHOM OOCIEIOBAHUU OIPENENISIOTCS
CHUMIITOMAaTUKOM TOPMOHAJIBHOM TUnepnpoaykuu (cM. pasnensl 1.6 u 2.1). Omyxonb 00dbIINX
pa3sMepoB MOXET ObITh OOHapy)keHa ManblaTOpHO. BO3MOXKHO AMAarHOCTHMPOBAHUE JIMXOPAAKH
BCJIE/ICTBHE COITyTCTBYIOIIErO HEKpO3a B onyxonu. KinHHuYeckue MposiBICHUS MOTYT MMETh

MetacTta3bl AKP B rmeueHs, JIeTKHe, KOCTH.

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCIAST0BAHNS

e 2.3.1. PexkoMeHayercsi BceM IMAIEHTaM IIpH BBIABICHUM OITyXOJH HaJANlOYEYHUKA
pasmepom Oosee | cM B mepByI0 ouepesb 1abopaToOpHBIE HCCIEIOBAHMUS ISl HCKITIOUCHUS
WIA TIOATBEPXKICHUS TOPMOHAIBHON aKTHBHOCTHM 0OOpa30BaHUs, KOTOpas MOXET
OposBIATBCA  runepkatexoigamunemuent, AKTI-He3aBUCUMBIM THIEPKOPTULIUZMOM,
MEPBUYHBIM TUIIEpaNIbOCTepoHn3MOM [13, 17].
Yposenb yOeaureabHocTH pexoMeHgauuii — C, ypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5
KommenTapmuii. Ilo OQHHBIM CBOOHOI aymoncutHou CMamucmuKu,
PAcnpoCmpanenHoCmy CIYYAIHO BbIAGIEHHBIX ONYXO0Jel HAONOYeUHUKA COCMABIsAem 6 CPeOHeM —
6%. Ilo oOanneim MCKT, “cayuaiinvie” o00pazosanus HAONOYEUHUKA — BbIAGIAIONCS

npubnuzumenvro y 4% oociedosannvix nayuenmos [16]. B eozpacme 0o 30 nem unyuoenmanoma
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ecmpeuaemcs npubauzumenvro y 0,2% obcnedosanHulx, Ho 6 2pynne nayueHmos cmapuie 70 1em
yacmoma gospacmaem 00 7%.

IIpeocmasnenus o yacmome eviaeienuss AKP npu unyuoenmaniomax nepecmMompena 6
CA3U C pacuiupeHueM KIUHUYecKOU 0a3vl UCCied08aHull U mpebo8aHUusMU K Xapakmepy u
ousainy snudemuonocudeckux ucciredosanutl. Tax, no oannvim W.F. Young u coasem. [17],
yacmoma AKP oyenusanaco wymo 6onee 4%. Ilozonee, mexcknunuueckuii ananus [13] 6oavuozo
yucia nayuenmos npooemMoHcmpuposan pacnpocmpanennocms AKP cpeou unyudenmanom He

bonee 1,9%.

e 23.2. HccrnenoBaHue TOPMOHAIBHOW AaKTUBHOCTH OIyXOJM HAANOYEYHUKA CTPOTO
pPETIIaMEHTHPOBAHO ¥ PEKOMEH/IYETCSI YIUTHIBAThH €TI0 PE3YJIbTAThI i1 KaXKI0TO MalieHTa

MIPU TUTAHUPOBAHHUH TTPEOTIEPAIMOHHON MOITOTOBKH, 00bEMa OTEePaLliH, MOCIEAYIOIIETO

Habmronenus [13, 24].

YpoBenb yOeputreabHocTH pexoMeHgauuii — C, ypoBeHb [10CTOBEPHOCTH

A0KA3ATEJIbCTB — 5

Kommenrtapuii. Omcymcmeue n100biX KIUHUYECKUX NPOAGTIEHUN U MAHUDECTHBIX
NPU3HAKOB 20PMOHANbHOU AKMUBHOCMU ABIAEMCS, K CONCANEHUIO, HeOOCMAMOYHO U38ECMHOLL, HO
0080JIbHO PACNPOCMPAHEHHOU “TIO8YUIKOLL .

B ceasu ¢ ysemuuusaroweiics pacnpocmpanHeHHOCmbI0 U OOCMYNHOCHbIO Memo008
MONUYecKou OUASHOCMUKY, HAYUHASL C O8YX NOCNEOHUX 0eKaO NpOulio20 6eKd, OMmMeudencsl
yeenudenue Yucia UHYUOeHMaioM Ha0nouyedHuKa. Imo, 8 c8or ouepeds, NPUseiio K y8eiudeHur
YOenbH020 6eca KIUHUYeCKU «Hemblxy geoxpomoyumom/napazaneauom (PXL/IIT) ¢ 10 oo 40—
45%. Ilpu cayuaiino eviasnennwvlx onyxonsax yacmoma ecmpedaemocmu CXL/III oyenusaemces 6
5-6%, npu smom KiuHudecku ‘“Hemvle’ opmbl cocmasnaom nooasiaruiee OONLUUUHCIBO.
HHocmamouno uacmo evisgniemcs ¢henomen cyoKnunHuyeckoeo eunepkopmuyusma — 8-12%
Habmodenutl cpedu unyuoenmanom [18, 19].

Hnozcoa ecmpeuaemcs obpamnaa cumyayusa: —ApKas — KIUHUYECKAs.  KAPMUHA
2UNEPNPOOYKYUU ONPedesieHHO20 2OPMOHA Hayeiusaem 6pada Ha ‘“‘0uesUOHbll~’ OUdAcHO3,
Kazanocoy Ovl, He mMpeOVIoOWULl MWAmenbHol 2O0PMOHANLHOU OUASHOCMUKYU. 3ayacmyro,
Mopgonocuuecku onyxonsb umeem uHyro npupooy, omauunylo om ‘“‘oueguonozo” ouaznosa. Tax, 6
aumepamype  HeoOHokpamHno — onucanvl  DPXI/III,  npossiaowuecsi  He  MOIbKO
eunepkamexoiamunemMuel, HO U 9KMONUPOBAHHOU  NPOOYKYuel  KOPMUKOMPONuHd,

nposeIswWe20Cs «OborbuumMuy npusHakamu sunepkopmuyusma [20-22].
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Onucanvl npomexaowue ¢ Kiaccudeckumu ecunepmenzusnvimu xpuzamu « QXL »,

Komopble 0Ka3vlearonicil cOpMOHAIbHO-HEAKMUBHbIMU adenomamu KOpbl Hadnoqelmuka, uiau, 4mo

eopazoo xyoce — AKP [23].

e 2.3.3.1 PexkoMeHayeTcsi BCEM IIallMCHTaM C BBISBJICHHOW OIyXOJIbIO HAANOYCYHUKA
IPOBOANTH MCCIICAOBAHNE YPOBHSI OOIIEro KOPTHU30J1a B KPOBHPAHHUE YTPECHHUE Yachl HA
¢doHe momaBiAIOIMIEr0 TecTa ¢ 1 Mr  JeKcaMeTa3oHa C Ielbl0  BepuduKanuu
runepkoprunmima [19, 24, 27]. HegoonieHka Hamuuus TUIEPKOPTUIA3MA (MAaHU(PECTHOTO
WM CYOKIIMHUYECKOTO) CBA3aHa C BBICOKMM PUCKOM Pa3BUTHS OCTPOH HaJNOYEYHUKOBOMN
HEJIOCTAaTOYHOCTH B ITOCIICOTIEPALIMOHHOM TIEPUO/IE.

YpoBenb yOeauteqbHOCTH PpekoMmeHaammii — C, ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5

e 2.3.3.2. [Ipu orcyTcTBUH (PUZUOIOTHYECKOTO MOIABICHUS YPOBHS KOPTU30JIa B KAYECTBE
MOATBEPHKAIONIETO TeCTa PeKOMEHYyeTCsl HCIOJIb30BaTh HCCIEAOBAHUE YPOBHS
aJipeHOKOpTUKOTpOorHOro ropmoHa B kKpoBu (AKTT) B yrpennue yvack [13, 17, 24].
YpoBenb yOeauteqbHOCTH PpekoMmeHaammii — C, ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5
Kommenrapuii. [llayuenmovr ¢ uHyuoenmanomon HAONOYEUYHUKA peoKo UMelom

PA3BEPHYMYIO0 KIUHUYECKYIO KAPMUHY SUNEPKOPMUYUIMA, OOHAKO OuoXumudeckue npusHaKu
aunepkopmuyuzma ommeyaiomest npumepro y 8 — 12 % nayuenmos [24].

V' 300posvix nuy mnasnauenue cynpaguzuonocuyeckol 003bl  2IOKOKOPMUKOUOO8
nposiensemcs nooasnenuem AKTI u cunmeza kopmusona. Ilpu HasHauenuu HU3KUX 003
CUHMEMUYECKo20  2NIOKOKOPMUKOUOA — 0eKCamMemd3oHd — Npu  CUHOpOME  IHOO2EHHO20
2unepropmuyusmMa 100020 2eHe3a 3moe2o nooasieHus He npoucxooum [25]. Houwnoii mecm
00CMamo4Ho NpoCcm U BbINOIHUM 8 aMOYIAMOpHbIX ycrogusax: 1 me OexcamemaszoHa
npunumaemcs mexcoy 23 u 24 uacamu, Kopmu3on usmepsaemcs 6 Kposu, 63amoul cledyiouum
ympom medxncoy 8 u 9 uacamu. bonee svicoxkue 0ozvl (1,5 unu 2 me) He ynyywiaom mouyHOCMb
mecma [26].

B kauecmee ouaznocmuuecko2o Kpumepusi ¢ 8biCOKOU OMPUYAMeNbHOU NPOSHO3UPYIoujell
YEHHOCMbIO 8 OMHOWEHUU CYOKIUHUYECKO20 2UNEPKOPMUYUIMA NPeOSIONCEHO CUUMAMb
nooasjienue ympenne2o kopmu3zona menee 50 Hmonv/ (vyecmseumenvrocms bonee 95%) [24-26].

Ilpu unyudenmanomax HaAONO4YeYHUKO8 oOnNpedesieHue CYMOYHO20 KOPMU30IAd MOYU
obnadaem MeHbuel YYBCMBUMENbHOCIbIO 8 CPABHEHUU C O0eKCAMEemAa30HOB8bIM Mecmom U

HOYHbIM Cb18OPOMOYHBIM Kopmuzonom [271, 28]. Oonaxo cneyuguunocms nodasnsarouie2o mecma
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npu yposHe cut-off menee 50 wumonv/n He npegviwaem 80%. [na ymenvuienus uducia
JIONCHONONONCUMENILHBIX PE3VIbMAmo8 6 Kavecmee 8epupuyupyroueco mecma Ucnoib3yemcs
onpeodenenue 6 ympenuue uacwol yposHus AKTI. Ilooasnennwiii yposenv AKTI noomeepoicoaem
ouaenos cunopoma Hyenxo-Kywunea y nayuenmos c¢ onyxonamu Haonoueunuxos [28].
Hsmepenue AKTI ne aensemcs memooom nepeutHol OUAZHOCMUKY, 0OHAKO MOJICEM CLYICUMb
HOOMBEPHCOAIOUWUM NPUSHAKOM CYOKTUHUYECKUX NPOSAGIEHUL SUNEPKOPMUYUZMA 8 IMOLL 2pynne
nayueHmos.

Bosnuxnogenue nocneonepayuonHol ocmpou HAONOYEYHUKOBOU HeOOCHmAamoyHOCmu
ABNAEMCSI  OCHOBHOU — NPUYUHOU,  U3-3a  KOMOPOU  OUACHOCMUKA — CYOKIUHUYECKO20
SUNEPKOPMUYUIMA  ABTIAEMCA  CMpoco  oOa3amenvHou. Kiunuueckue nposeieHuss A6is0omcs
Hecneyuguueckumu O NOCIeONepayuoHHo20 Nepuooa U 4acmo MUMUKPUPYIOM HOO Opyue
OCJLOJICHeHUsL  (Kposomeuenue, UHMOKCUKAYUS, OCMpblll UHGaApkm Mmuokapoa u m.o.).
omcymcmeue annemuma, ciabocmv, MOUIHOMA, YMEPEeHHAsT 2UNOMOHUs, 630ymue JHCU8omd,
geyepHue 2ekmuueckue noovemvl memnepamypul. Heceoespemenno pacnosnanuvie u e
KYRUPOBAHHbIE, MU KIUHUYECKUe NPOSGIEHUSL MO2YM npugecmu K hamanoHomy ucxooy [29].

Onyxonv Kopbl HAONOYEHUHUKA, ABMOHOMHO HNPOOYVYUPYIOWAS KOPMU3OI, A6IAemcs
NPUYUHOU ampoghuu Kopbl KOHMPLAMeEparbHo2o Haonoueynuka. Eciu npu manughecmmnom
cunopome Hyenko—Kywunea MO*CHO OYeHUmv NpoOOIHCUMENbHOCHb 2UNEPKOPMUYUIMA NO
0asHOCMU KIUHUYECKUX HNPOSGNeHUl, MO Npu CYOKIUHUYECKUX POopmMax e20 OnumerbHoCHb
Heuzeecmua. Ilpu onumenvHOM meyeHuu UNepKOPMUYUIMA 803MONACHA HeoOpamumas ampogus

KOpbL, mpebyiowas OIUmMeNbHOlU, eCiu He NONCUZHEeHHOU, 3amecmumenvrot mepanuu [30].

e 234 PexoMeHAyeTCsl BCEM IIallMEHTAM C BBIABICHHOW OIYXOJBIO HAIAMOYCUHUKA
MIPOBOJINTH HCCIIEOBaHUE ypOBHEH MeraHeppuHa M HOpMeTaHe(ppHHA B KPOBU WIH B
CYTOYHOM TOpIHKH MOYH ¢ 1enbio Bepudukanuun OXIYTIT [13, 31, 32, 33]. Hemoorenka
HaIM4YUsl KaTEeXOJaMHH-CEKPETUPYIOLIEH OIMyXOJM CBS3aHa C BBICOKUM PHCKOM
MIEPHOTIEPAIIMOHHOTO PA3BUTHUS BBICOKOAMILTUTYTHBIX THUIIEPTCH3MBHBIX KPHU30B, OTEKa
JIeTKuX, (haTaNbHBIX aPUTMUM, CHHAPOMA “HEyNpaBIsieMO FreMOJUHAMUKN 1 BHE3AITHOM
CEpACYHON CMEPTH.

YpoBenb yOenurtesqbHOCTH pekoMenaauumii — C, YpoBeHb J0CTOBEPHOCTH

A0Ka3aTebCTB — 4

Kommenmapui. /lasxce ecnu kiunuueckoe meuenue CXL/III 6vino “beccumnmommuvin”,
BbICOKULL  YPOBEHbL  YUPKVIUPYIOWUX KAMEXONAMUHO8 60 6peMs Onepayuu npueooum K
2UNEPMEH3UBHBIM KPUZAM, apummusam, cunopomy ‘“neynpasisiemoui cemoounamuxu” [30]. I1oo

noCaeoOHUM NOHAMuUeM nodpaayMeeaemCﬂ pe3Kkoe yuawiernue cUNepmeH3U6HbLX
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BbICOKOAMNIUMYOHLIX — KPU308 ¢ ycyeyOndowelucs  HeKypabenvbHOu  2unomouuel 8
MEHCHPUCIYNHOM nepuooe.

K cepvesnvim neuebnvim owudbKam npusooum HedooyeHKd UN08OIEMULECKO20 CUHOPOMA
v nayuenmos ¢ OQXL/III. Ilpu crudcenuu oovema yupKyaupyrowel #HUOKOCmu U 8blPadtCeHHO
8A30KOHCMpUKYuU, onpeoensemoe Ha nepugepuu A/l 6yoem 3HauumenvHO Hudce, 4em npu
Hopmogonemuu.  Omcymcmeue — 8blCOKO20 — aApmMepuanbHo2o  0aeleHus Ha  nepughepuu
conpogodicoaemcsi 2unepmensuell 8 yenmpaivhvlx cocyoax [31].

C Opyeoti cmoponbl, OnumenbHoe OeCcCUMNMOMHOe medeHue Moxcem Oblmb 00bACHEHO
BHYMPUONYXOIEGLIM  MEMUIUPOBAHUEM AKMUBHBIX (DPaKyuli KamexoiamuHo8 ONnyXoJleblM
Gepmenmom xkamexonramun-O-wemun-mpancghepazou (KOMT). Oouaxo, unmpaonepayuoHho,
npU MeXaHuyecKom OasleHuu Ha ONyXolb (Npu NHeeMONepumoHeyme, MaHunyIAyuax) uiu npu
Gapmaronocuueckoll NpoBOKAYUU UHMPAONEPAYUOHHBIL 8bIOPOC AKMUBHLIX PPAKYULL MOXHCEem
obycnasnueams oebrommuyto cumnmomamuxy DPXL/III. B ceasu ¢ smum 6cem nayueHmam c
ouoxumuuecku noomeepcoennou DPXIL/III" Heobxooumo nposooums npedonepayuoHHyIo
NOO020MOBKY, UYeblo KOMOpPOU AGNAemcs HUBEIUPOBAHUE B030CUCMEUS  YUPKYIUPYIOUUX

KAmexonamuros Ha aopenopeyenmopol [32-34].

e 2.3.5 PekomeHayercsi BCEM IMAalMCHTaM C OIYXOJIbBIO HAQ/MOYCYHUKA TPH HAIUYUU
apTepUANbHON THIIEPTEH3UU TMPOBOIANUTH OMPECICHHE COOTHOIICHHS MEXIY YPOBHEM
aJIbJIOCTCPOHA M AKTHBHOCTHIO PCHHMHA ILJIa3Mbl KPOBH JUIS HCKIIIOUCHHS TEPBUUYHOTO
runepanbaocrepornsma [36, 37].

YpoBenb yOenuteqabHOCTH PpekoMeHaammii — C, ypoBeHb J10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5

KommenTapmii. M3onuposannas aemonomuasn eunepnpodykyus anboocmepona npu AKP
ecmpeyaemcsi  KpatiHe peoko. AnbOoCmepoH-npooyyupylowue Onyxoau Mop@orocudecku
8bI2NIA0AM KAK C8EMIIOKIIemOoUunble adeHoMbl Hebonvuux pasmepos [16]. Tecmom nepsuumnoii
OUACHOCTMUKU ~ ABTIAEMCA  OYeHKA  albO0CmepOoH-peHuno6ozo coomuoutenue (APC). Ilpu
nooo3peHuu Ha nepsuunsli eunepaivoocmeponusm (III'A) no pezyromamam APC, neobxooumo
npogedeHue 00HO20 U3 NOOMBEPHCOAIOWUX Memo0os. Ancopumm obcnedosanus npu 1114
HOOPOOHO U3NI0JHCEH 6 KIUHUYECKUX PEeKOMEeHOayuax no OUdacHOCmuKe u JjaeyeHuro OanHOU

nozonozuu [35, 36].

e 2.3.6 PexoMenayercsi BCEM MAIIEHTaM C OMYXOJbIO HAMOYSUYHUKA TIPHA KIMHHYECKOM
MOJIO3PEHUH HA U30JMPOBAHHYIO WJIM COYETAHHYIO C TMIIEPKOPTHIIM3MOM OIYyXOJIEBYIO

TUINICPIIPOAYKIIUKO  TTOJIOBBIX T'OPMOHOB  MPOBOAWUTHL KOMIIJICKCHOC  OIIPEACIICHUC
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KOHIIEHTPALlMU CTEPOUHBIX TOPMOHOB B KPOBHU: JETHIPOIIHAHAPOCTEPOHA Cyibdara,
17-runpokcunporecTepona, aHIpPOCTEHIMOHA, O0Omero TtectocTepoHa (y KEHIIHH),
obmiero sctpaauoia (y My>KYHH U KCHIUH B MEeHomay3e), 11- 1e30KCHKOPTHKOCTEpOHA
[8:]

YpoBenb yoOenuTedbHOCTH pekoMenaauuid — C, ypoBeHb /I0CTOBEPHOCTH

J0KA3aTeJLCTB — 5

KommenTapuii. Cmepouonwviti npogunv nayuenma ¢ ONYXOAbH0 HAONOYEUHUKA MOJCEm
VKA3vbl8ams — HA  310KAYecmeeHHylo  npupody obpazosanusn. CouemaHnas A6MOHOMHAA
2UNEpNpooOyKYusi  AHOPO2EHO8 U KOpMU30aa y nayuenmog 000e20 Noid, CceKpeyus
NpeoueCmeeHHUKO8  CMepoudos UlU  ICMpaouosla y MYAHCUUH 2080pAm 6  HOAb3Y

sbicorkoseposmuoo ouaznoza AKP [129].

Hanpomue, ymepenHo 8bipajcenubvill, ONUMenbHblll 2UPCYMU3mM Ha (hone cunepanopocenemuu y
JHCEHUWUH  Oollee  8epOSIMHO  00YCI08NeH  CUHOPOMOM — NOMUKUCMO3HLIX — AUYHUKO8 — UlU

HEKIACCUUecKol (opmotl 8p0AHCOeHHOU OuchyHkyuu Kopul Haonoweunukos [130].

2.4 NHCTpYMeHTAJIbHbIE TUATHOCTHYECKHE CCAEI0BAHUS

e 2.4.1. PexomMeHayeTcsi BCEM MMAIMEHTaM C OITyXOJbIO HAAMNOYEYHHUKA NIl TUArHOCTUKU
3JI0KAYECTBEHHOTO  IOTEHIMAJla OIyXOJM IPOBECTH OLEHKY KOJWYECTBEHHBIX
JeHCUTOMEeTpUYeCcKuX nokaszareneil npu tpexdasnoir KT opranos OprourHol MoyocTH
koHTpacTHbIM ycwienneMm (KY) mpu oTCyTCTBHM aOCOMIOTHBIX MPOTHBOMOKA3aHUM K
nposenenuto KT:

O IUIOTHOCTb TKQHEBOI'O KOMITOHEHTA /10 KOHTPAaCTUPOBAaHUs (HaTUBHAs);
O IUIOTHOCTh B TKaHEBYIO (a3dy KOHTpPacTHpOBaHMs (apTepuanbHas W
BEeHO3Has (a3bl);
O IUIOTHOCTh B OTCpOYEHHYIO (uepe3 10 MMH. mocie BBEAECHUS KOHTpPACTA)
¢a3y koHTpacTupoBaHus ((haza BEIMBIBAaHHS).
. [5,8,13,75,84].
YpoBens yOeauteqabHOCTH PpekoMeHaammii — C, ypoBeHb J10CTOBEPHOCTH
A0KA3ATEJbCTB — 5
Kommenrapmii. Ilpu nonyuenuu evicoxonnommwix KT-3nauenuii 6 namuenyio ¢asy,
3a0epoicKy KOHMpAcma 6 OMCPOUeHHOU aze — 310KAUeCMBEHHbI NOMEHYUAL ONYXONU OO0IHCEH
oyeHusamucsl, Kak eblcokuii. OCHOGHbLIM Kpumepuem npu opmuposanuy NOKA3aHull K onepayuu

007120€ 8peMsl AGNANCS paA3MepP HOB00OPA308AHUSA, YMO NPUBOOUILO, C OOHOU CIOPOHDIL, K OOTbULOMY
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Yucny HeoOOCHOBAHHLIX 6MeUlamenbCme npu Onyxonsax bonee 3—4 cm, ¢ Opy2oll CMOpoHbl — K
He0OOYyeHKe  310KA4eCMBeHHO020 — NOMeHYyuala  obpazoeéanuli  Manioco  pasmepa  npu
memacmamuyeckux nopadxcenusix u AKP. Ilpu uzyuenuu umanvsanckozo pecucmpa [37, 38] auwio
25% onyxoneu HaonoueyHukos Oonee 4 cm oxazanucv 3noxavecmeeHHviMu. OOHOBpPEMEHHO
aemopul npueenu 0anHvle, ymo cpeou nayuenmos ¢ AKP onyxonu menee 6 cm cocmaensniu 0Kouo
10% nabnodenuil; ¢ Opy2oli cmopowwvl, cpedu 8cex Onyxoiel Haonoyeuynuxa oOonee 6 cm 8
ouamempe AKP cocmasun monvko 20% (!). B 6onee no3onux ucciedo8anusx, npu 68e0eHuu
OeHCUMOMEMPULECKUX KpUmepues 310KAUeCMEeHHOCMU ONYXOJU, YOaloCb ONMUMUUPOBAMb
NOKA3aHUS K ONEepamu8HOMY JledeHUto He MOJIbKO HAd OCHOBAHUU paA3Mepos onyxonu. B nacmoswuii
MOMeHm OCHO8HOe eHUMaHue 6 ouacHocmuke AKP ckonyenmpupoeano Ha KOIUYECHE8EHHbIX
nokazamensx mpexgaznou KT.

KT-cemuomuxa unyudenmanom Haono4e4HuKa oyeHu8aemcs 8 pe3yivmame onpeoeieHus
NJIOMHOCMU HCUPOBBIX U HENHCUPOBLIX CIPYKIMYD 8 HEKOHMPACMHYIO (ha3y (dHcuposvle CmpyKmypul
umelom  NOHUMNCeHHYI0  niomuocmy). bocamwvie aunudamu mkanu  xapakmepHvl — Ons
000pOKAYEeCMBEHHbIX A0eHOM KOpbl Haonouyeunuxa. Qouwaxo oxono 25% 0obpokauecmeenHvlx
A0eHOM MO2Ym He uUMemb HU3KOU «Hekowmpacmuouy niomuocmu. Ilpu uccrnedosanuu KT-
NJIOMHOCMU HA PA3HLIX (ha3ax 8bl@edeHUss KOHMPACma NOJyYeHbl OaHHble, YMO A0eHOMbl KOPbl
HaonoueyHuxa Ovicmpo cHudcalom noxazamenu niomuocmu (yepes 10 mumn. nocne gedenus:
Koumpacma, m.H. noxkazamenv ‘“‘Wash-out”, bonee uem na 50%), 6 mo epems kax Opyeue
00pazoeanusi HAONOYEYHUKOB UMEIOM MEHOeHYUIO K 3d0epiicke KOHMPACMHO20 Geujecmad.
Hzmepenue smoco nokazamensi umeem OIUKYIO K AOCONOMHBIM 3HAYEHUIM OUASHOCUYECK)VIO
yeHHocmb npu ouggepenyuarbHom ouasHoze adeHom ¢ 00Hou cmopoust, om OXL/IIT, AKP u
Memacmamuyeckou KapyuHomul ¢ Opy2ou.

Huszxasa (menee 10-15 HU) namuenas nromnocmos mrxanesoco komnonenma npu KT unu
Ovicmpoe CHUJICEHUe UHMEHCUBHOCMU CUSHALA NOCle 6HYMPUBEHHO20 KOHMPACMUPOBAHUS
abconromuo nexapaxkmepuwl 011 AKP, memacmaszos u XL/ JJuppepenyuanvhwiii ouacnos ¢
QXTI ocywecmeansiemess HaA OCHOBAHUU OUOXUMUYECKO20 UCCTe008AHUSL HOpMemaHepuHa u
MemanedpuHa.

MPT u YV3U ob6nradarom 6viCOKOU UYyBCMBUMENTbHOCMbIO 8 BblAGIeHUU ONyXojell
HAONOYeYHUKO8, 0OHAKO CNeYUDUUHOCIb MEeMO008 3HAUUMENbHO HUNCE 8 CB53U C OMCYMCMEUEM
YemKUX KOIUYECMBEHHbIX OeHCUMOMemMPUIeCKUx noKasamernetl.

Llonoanumenvhvim cywecmeennvim npeumywecmeom KT aenaemcs 603m0icHoCmsb OyeHKu

Kpumepusi NIOMHOCMU OnyXoau 6 ¢hazy evlmvieéanus (wash-out).
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Memacmamuueckoe nopasicerue O0O0JHCHO OblMb UCKIIOUEHO/NOOMBEPIHCOEHO 8 NEPBYI0
ouepedb y NAYUEHMO8 C AHAMHE30M OHKONo2U4eckoeo 3abonesanus. Taxoce, 6eposmHOCIb
Memacmamuyecko20  NOPANCeHUus PaccCMampusaemcs npu  O08YCMOPOHHEM  NOPANCEHUU
HAONOYEUHUKO8, OCOOEHHO NpuU OMCYMCMBUU A6IEHUL 2OPMOHANLHOU AKMUBHOCMU, NPU HATUYUU
KT-npusnakos, xapaxkmepmuvix 01 memacmazos. Illayuenmvl ¢ NOOOOHBIMU NOPAANCEHUAMU
OO0JICHLL NPOXOOUMb  OHKOI02UYECKOe 00Cne008anue Oisl UCKIIOYEHUs PACHPOCMPAHEHHO20

ONYXx0/1e6020 Npoyecca (6 nepsyio ouepedsb paka 1ecKko2o, HcelayoKd, KOIOPEeKMalbHO20 paKa).

e 24.2. PexomeHnayercsi NHalMeHTaM C TMOJO3PEHHEM Ha OMNYyXOJlb HAANOYEYHUKA U
HaJIMYMEeM MPOTUBONOKa3aHuil K BbIMoNHEeHUI0 KT ¢ KOHTpacTHBIM YCHUIIEHHEM MPOBECTH
MPT opranos OptomHoi monoctd (OBIl) u 3a0prOIMHHOTO TMPOCTPAHCTBA B PaMKax
NEePBUYHON TUarHocTuku [5,8].

YpoBenb yOenurTesibHOCTH pekoMengaumii — C, YypoBeHb J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5

Kommenrtapuii. MPT obnadaem 6bicoKoU 4y8CmMeUmMeIbHOCMbIO 8 8blA8IeHUU OnYXOojiell
HAONO4eYHUKO8 OYEHKU PACNPOCMPAHEHHOCIU NPOYeccd, 8 Mom HYUCie NOPANCEHUs. CMENHCHBIX
cmpykmyp. Oonaxo cneyuguunocms Memo0og 3navyumenvuo Hudice KT 6 ceazu ¢ omcymemeuem

YemKUx Kojau4ecmeeHHblx dechmOMempuueCKux noxkasameineti [9]

e 2.4.3. PexomeHayeTcs MalMeHTaM C OIMyXOJbl0 HAAIOYEYHUKa HEOOIBIIOTO pa3mepa (10
4 cM) BBIIOJIHUTH  [O3UTPOHHYIO  AMHUCCHOHHYIO  ToMorpaputo ¢ 18-
(TOPIE30KCHTIIIOKO30H, COBMENIEHHYI0O C KOMIBbIOTepHOH ToMorpadueii (*BDJII-
IIDT/KT), nnis BepudHUKany 3I0Ka4eCTBEHHOTO MOTeHIIHana. Bricokas Metaborueckast
akTuBHOCTH (SUV Oonee 3) sBisieTCs] KpUTEPHEM, MO3BOJISIFOIIMM C BBHICOKOW CTETIEHBIO
BEPOSITHOCTH IPEAIOoJIaraTh 37I0Ka4eCTBeHHYI0 Tpupoy omyxomnu [40-43].
YpoBenb yOeauTeqbHOCTH pekoMeHaauuid — B, ypoBeHb J10CTOBEepHOCTH
A0KA3ATEJIbCTB — 2
Kommenrapmii. B cnyuae nooospenus na AKP unu memacmasvr npu KT-naommuwix
06pa308aHUAX MaI020 pazmepa (nanpumep, 00 4 cm) noxazano nposedenue BOIT-IIIT/KT, max
KaK Memoo no380Jsem onpeodeiums MemaboaiuieckKyo aKmusHocms obpazosanus. Ecau
onpedensemviti BDAT-TIDT/KT naxonumenvuuviii kpumeputi SUV (standartised uptake value)

bonee 3, mo 6eposIMHOCMb 310KAYeCMEeHH020 nopadicenust npesviutaem 80% [39-43].

2.4.4, PeKOMeHl]yeTCH nanuceHTaM C BBICOKOBCPOSATHBIM WM KIMHUYCCKU YCTAaHOBJICHHBIM
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muarno3oM AKP BBIMOMHHUTH CHHpaibHYI0 KOMIBIOTEPHYIO TOMOTpadus JIETKUX Uil OLIEHKH
BO3MOYKHOT'O METacTaTUu4ecKoro nopaxeunus [5,8,13].

YpoBeHb yOenuTeJbHOCTH pekoMenaanuii — C, YypoBeHb J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5

KommenTapuii. [lockonbky 6bl00p onmumanbHOU eyeOHOU Makmuky U, 8 YaCcmHOCmu,
BONPOCHI  XUPYPSUUECKO20 JleYeHUs, Onpedensaomes cmaouel 3a001e8anus, HeoOX00UMOo
A0EeKBAMHO  OYEeHUMb pacnpocmpaneHHocms  onyxonesozo npoyecca. KT OI'K, OPBI],
3abprowunHo20 npocmpancmea u manozo masa c¢ KY noszsonsem eviasums nooasngousee
OONBUIUHCINGO MEMACMAMUYECKUX IOKAYULl, KOMopble Yauje 8ce20 GKII0UAom jlecKue U neyeHtb.
Jna memacmazoé OprOwHOl NOIOCMU eCb NPeUMyWecmsa U HeOOCMAamKU NPU UCHONb308AHUU
kak KT, max u MPT, no onsa epyonou nonocmu KT ¢ KV aensemcsa npeonoumumenvhvim memooom,
MAax KaKk oHA npesocxooum ce opyaue mMemoovl 8 0OHAPYICEHUU NYTbMOHAILHbIX Memacmaszos

manvlx pasmepos [9].

e 245, PexkomeHayeTcsl TMAlMEHTAM C BBICOKOBEPOSATHBIM WM KIWHUYCCKH W/WIH
naromopdonoruuecku BepudunmpoBanusiM auarnozoM AKP u momo3penuem Ha
METaCTaTUYECKOE MOPaKEHNE KOCTEH CKelleTa BBIMOIHUTH CIMHTUTPA(UIO KOCTEH BCEro
tena win BOJT-TIIT/KT 11 yToYHEHHs HATMYKA/OTCYTCTBHS KOCTHBIX METACTa30B, a
Takxke nposectd MPT ronoBHOro mosra aJjist UICKJIFOUEHUS METACTATUYECKOTO MOPAXKEHUS
TOJIOBHOTO MO3Ta MpH HAJTMYMH KIMHUYECKH 000CHOBAHHBIX 1Mo103peHui [5,8,13].
YpoBenb yOenurtesibHOCTH pekoMenaauumii — C, YypoBeHb J0CTOBEPHOCTH
A0KA3ATEJbCTB — 5
KommenrTapuii. 3onuposannvie memacmasvl 6 KOCMU U 20JI0OBHOU MO32 AGNAIOMCA

peokumu coovimuamu npu AKP 6e3 memacmamuueckux nopaxceHuii Opyeux JLOKAIU3ayuil.
Hononnumenvnasn eusyanuzayus, QOKyCUpYIOWAACS HA SMUX Y4ACMKAX, ONPABOAHAd MOJbKO
moz2oa, K020a umeemcs 000CHOBAHHOE KIUHUYECKOe NOO03PeHUe U BbIA8IeHbL BMOPUYHbLE OYAlU
unvlx nokanuzayui. Credyem ommemums, 0OHAKO, YMO IMOM 8ONPOC 8 HACMOAUee 8PeMsl U3)UeH

HeOdOCmamouHo u mpeoyemcs npogederus OanibHeuux ucciedosanuti [9].

e 2.4.6. BoimonHeHue MYHKIMOHHOM OHONCHM OIyXOJMW HAANOYEYHHKA MOXET OBITh
PEKOMEHJIOBAaHO TOJBKO MpU OOOCHOBAaHHOM IIOJO3PEHHM Ha €ro MeTacTaTHYecKoe
(BTOpHYHOE) TOpaXeHWe WM B CcIy4dae HeomnepadelbHOTO MEeTacTaTHYeCKOTO
OIyXOJIEBOT'O MpoIiecca Nepe] HayaioM JISKAPCTBEHHON MPOTUBOOMYXOJIEBOM Tepanuu. B
OCTQJIBHBIX CJIy4asX BBINOJIHEHUE IyHKIIMOHHON OHOIICHMM OIyXOJIM HaJIIOYeYyHHKA

KaTeropuyecku He pekomenayercs. [8,13,122].
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YpoBenb yOeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJLCTB — 5

Kommenrapuii. B ougpgpepenyuarohom ouacrnoze o0peanocneyu@uuHvix onyxoiell
HAONOYeYHUKA NYHKYUOHHASL OUONCUSL He uMeem OOKA3AHHbIX NPeUMywecms, accoyuupyemcs ¢
HU3KOU YY8CMBUMENbHOCIbIO, CReYUDUUHOCIBIO a MAKJHCE C 8ePOSMHOCHbIO OCLONCHEHUN, 8
MOM HYUCIe Memacmamuieckoeo npocpeccupoganus. Tomanvhoe 6binoiHeHue NYHKYUOHHOU
ouoncuu onyxonei HAONOYEYHUKO8 He NPOOEMOHCMPUPOBANO VIVUUIEHUS Pe3Vibmamos
ougpepernyuanbHoll OUACHOCMUKU UHYUOEHMANOM, HANPOMUB, NPUBENO K POCHLY OCIONCHEHUI,
JIOJNCHONONONCUMETILHBIM U JIONCHOOMPUYAETbHBIM 3AKIIOYeHUsAM. B Hacmoswuil momenm
NYHKYUs —yenecooopasna Jub Hpu  NOOO3PEeHUU HA MemacmamuyecKkoe nopa)ceHue
HAONOUEeUHUKO8, 20€ YYECIMBUMENbHOCTb YUMOLOSULECKO20 ucciedosanus cocmasisiem 80—86%.
Tak oice nymKYuoHHAsE OUONCUSL NOKA3AHA NPU NOOO3PEHUU HA HEXOOICKUHCKVIO TUMPOMY ¢
U3OIUPOBAHHLIM NOPAdICEHUEM HAONOYedHuKo8. 3abolesanue 6cmpeuaemcs KpatiHe peoxo,
xapaxkmepuszyemcsi  08YCMOPOHHUM — UHQUIbMPAMUBHLIM — NOPANCEHUEM  HAONOYEUHUKOS,
ObICMPLIM MEMIOM POCMA ORYXOAU, A MAKICe KOCBEHHLIMU NPUSHAKAMU, NO380IOUWUMU
no003pesamsv IUMPOMY, MAKUMU KAK 8bIPANCEHHbLE A6/IeHUsL 00ujell UHMOKCUKAYUU, NOBbIULEHUEe
JIAKMam-0e2udpo2eHasvl 8 Cbleopomre Kposu u m.o. Ilpu opyeux eapuanmax HAONOYEUHUKOBbIX
onyxoneni  OUACHOCMUYECKAsl  YEHHOCMb  NPeOONepayuUoOHHOU  NYHKYUOHHOU  Ouoncuu
HeyO081emeopumenbHa (41yecmeumenbHocms He npegvliiaem 65%) [44].

B nacmoawuii momenm nymxyuonwas oOuoncus 0ns ouachocmuku DXL/ wue

pexomendosana [45].

2.5 UHble TUATHOCTHYECKHE HCCJICI0BAHUS

2.5.1 CraaupoBanune AKP

e 2.5.1.1. PekomeHayeTcsl BCeM MalEHTaM C BHICOKOBEPOSITHBIM WJIM BEPUPUIIMPOBAHHBIM
auarHozoM AKP mpoBecT THIaTeNnbHOE TONMHMUYECKOE OOCIEAOBaHHE B OTHOLICHUU
BO3MOJKHBIX METACTa30B, OIYXOJIEBBIX TPOMOOB U MECTHOTO PACIPOCTPAHEHHUS OIYXOJIH,
a TaK)Ke CTAJMPOBAHUE OIYXOJIEBOTO MPOIIECca ISl ONIPEIEIICHUS JIEYeOHON TAKTUKH (CM.
taxke pa3a. 1.5.2) [8,13, 46, 47, 48].

YpoBenb yOeauteqbHOCTH PpekoMmeHaammii — C, ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5

KommenTapmii. Paszmep onyxonu npu AKP — o00unm u3 eaxcHetiuux KiuHUYeCKux
Gaxkmopoe npozcHo3a, NOIMOMY OH AGIAEMCS OCHOBOU CMAOUPOBAHUS OAHHO20 3ADO0NE8AHUSL.

Honeoe epems npumensiuce asmopckue xnaccugpurayuu AKP (MacFarlane, Icard, Lee).
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Kpumepuu, onpeoenaiowue cumeon «T» no xnaccuguxayuu MacFarlane, neenu 6 ocHogy
kaaccugpuxayuu UICC u ENSAT. J{o nocneouneu pedaxyuu xkraccuguxayuu TNM UICC onyxonu
T3-4NI1 ommnocunuce x IV cmaouu, a no kiraccugpuxayuu ENSAT — x III cmaouu, nosmomy
NOCIeOHss CHUMANACh NPOSHOCMUYECKU Dolee MOYHOU.

B 20152. nposoounu nosmopuwiii ananus oannvix pecucmpa ENSAT no AKP (exnouarowut
463 nayuenma) omuocumenbHo npocHocmuyeckou 3uayumocmu [126]. Bviio noxaszano, umo
BEHO3HAS UHBA3US He YXyouiaem npocHo3 y nayuenmos c Il cmaouei; nopascenue aumgoysnos
ov110 omueceno k IV cmaouu. [Ipu smom, kax ommeuaiom asmopwvl, HAKONJIEHO OObLULe OAHHBIX
1O 6€HO3HOU UHBA3UU U Pe3YIbMamam XUpypeuiecKko2o jledyeHus dSmux nayueHmos, ymo Heibss
2080pums 0 nopaicenuu aumpoysnos npu AKP.

80% e3pocnvix nayuenmos Ha MOMEHM NEPEUYHO20 BbIABLEHUS UMEIOM pasmep ONYXOau
He menee 10 cm, y 30-40% nayuenmog npeoonepayuoHHO BbIAGIAIOMCL MemAacmasol.
Bepoamuocmy nanuuus omoanenHvlx memacmasoe npu onyxonax oonee 10 cm no OanHwvim
nocieonepayuorHno2o Haonroenus cocmasisem oonee 80% [46, 47, 48].

Onpeoenenue pacnpocmpaneHHOCMU ONYX01e8020 Npoyecca KpauHe 6AadiCHO C MOYKU
3penus 6vlb60pa ne4eOHOU makmuku. B cnekmp uccredoganuti npu noucke Memacmasos
Heobxooumo exkatouenue KT neexkux, KT uru MPT 2onoenoco mo3zea u OprowHOl noaocmu,
cyunmuepaguu u MPT kocmeu, [8DII-IIDT/KT. [[nsa eviasnienus o0onyxonesvix mpomoos
8bINONHAECMCS (hrebocpaghus 3aOPIOUUHHBIX COCYO08.

B cnyuae AKP cepvesnoe enuanue Ha makmuky MO4Cem 0Ka3ams CmeneHb 20PMOHANbHOU
akxmuernocmu onyxoau. Tax, eciu npu 2OpMOHAILHO-HEAKMUBHOU ONYXO0IU ONePAmUBHoe leueHue
pacnpocmpanennvix popm AKP ne umeem uzgecmmvix npeumywecme, mo npu 20OpMOHANbHO-
AKMUBHOU — ONYXONU, CONPOBONCOAIOWEUCS — MANCENLIMU — COMAMUYECKUMU — NPOSGIEHUIMU
UNEPKOPMUYUZMA MOdicem Oblmb ONpagoaHa MAaxKmukd, HANPAGIeHHAs HA MAKCUMATbHYIO

YUumopeoyKyuro.

2.5.2. T1aTo/10r0-aHATOMHUYECKAS TUATHOCTHUKA

. 252.1. PCKOMCHI[yCTCH BCEM IMalUCHTAM C OIIYXOJIbIO HAAIIOYCYHUKA BBIIIOJIHUTDH
aToJIOro-aHaTOMHUYCCKOC HCCIICOOBAHUC OMOIICUIHOTO (OHepaHHOHHOFO) Marcpualia,
BKIIFOHAOmiee OJHY HW3 TPUHATBIX CUCTEM OayIbHOM OLICHKH 3JIOKaAYCCTBCHHOI'O
IMOTCHIMAJIa OITyXOJH, C NMPUMCHCHHUEM HMMYHOTHUCTOXUMHUUYCCKHUX MCETOAOB C LCIIbBIO
OIICHKHU OpTaHHOﬁ NMPUHAMJICIKHOCTH OIMYXOJIM U €€ 3JIOKAYCCTBCHHOI'O IMMOTCHIIMAJIA. HpI/I
KOHCTAaTalluU 3JIOKAYE€CTBCHHOT'O IMMOTCHINAJIA OIYyXO0JH PEKOMCHAYCTCS BCCM IMALITUCHTAM

C OIyXOJIbI0 HAJMOYEYHHKA IIPOBECTU ONpEACICHHE WHJCKCa NpoiaudepaTHBHON
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aKTUBHOCTH 3kcnpeccud Ki-67 HMMYHOTHCTOXHMHUYECKUM METOJIOM JUIS OLCHKH
porHo3a reyeHus 3adbosnesanus [9,13,48-52,119-123].

YpoBenb yOenquTeqbHOCTH pekoMeHaammii — C, YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeabCcTB — 4

KommenTapmuii. Cywecmsyem Heckovko cucmem OANIbHOU OYEHKU 310KAUECMBEHHO20

nomeryualia onyxoau HAONoOYeyHuKos. B Hacmossuiee epemst Hau60ﬂeepacnpocmpaHeHa cucmema

Weiss, sxmouarowas 9 kpumepues ceemosou mukpockonuu [48, 49]:

8bLCOKULL IOEPHBIL UHOEKC,

Koauuecmsao mumo3oe bonee 5 na 50 nozeii 3penus npu 6016UOM YEeaUYEHUU,
namosno2uiecKue Mumo3sul,

Mmenee 25% Knemok co ceem.ioll yumoniasmotl,

oughghysuwitl xapaxmep pocma b6onee 33% onyxonesoi mrauu,

HEeKpO3bl,

UHBA3USL ONYXOJIU 8 8EHO3HOE PYCIIO,

UHBA3USL ONYXONU 8 CUHYCOUODL,

UHBA3Usl ONYXO0JjU 6 KancyJiy.

Kaorcowiii uz 9 kpumepuees oyenusaemes ¢ 1 oann. [lpu nabope 3 6annoé u 6oree no wkane \Weiss

noomeepaicoaemces ouacnosz AKP.

Hpu UCnoIb306aHUU  Kpumepuees Weiss MUMOMUYECKYIo AdKmMuUueHoCntb OnmumalbHo

oyeHusambv npu bobUOoM yeeauderuu no Menbvuell mepe 6 ]0pa3]l1/l’{Hle NOJIAAX 3PpEHUA 8 npedeﬂax

ywacmka ¢ HAUOONILWUM KOAUYECMBOM MUMO308 6 Kaxcoom u3z 5 cmekon. Munumanvroe

KoJjiuyecmeo oyeHusaemblx noseti 3peHUsl cocmaejisiem 50.

Cywecmeyem anbmepHamusHas no noocuemy 0aui08, cXoxcas no Habopy napamempos

ceemogou mukpockonuu cucmema van Slooten u coasm. [50] Ona Oughgpepenyuposku

006p0Kallecm6€HHblx U 310KaA4eCmeeHrHHblX adpenoxopmukaﬂbezx onnyJzeﬁ, naHenlb eKarvaent 6

cebs1 OYeHKy cedyrouux napamempos:

oOwupHble  pecpeccugnvie  USMEHeHUs.  (HeKpo3,  KpOBOU3NUAHUA,  Qubpo3,
Kanoyuguxayus) - 5,7 bannos,

nomepsi HOpMaibHOU cmpykmypul - 1,6 6annos,

sa0epuas amunus - 2,1 6annos,

sa0epHas eunepxpomusi - 2,6 6annos,

HenpasuivHovle A0pvluku - 4,1 bannos,

Mumomuyeckas akmusHocmy (=2 6 10 nonax 3penus npu 6oavwiom yseauveruu) - 9,0

bannos,
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® cocyoucmas unu KancyivHas uneasus - 3,3 oanna.

T'ucmonoeuueckuii unoexc >8 6annos no wxare van Slooten koHcmamupyem 6vlCOKUl
3710Ka4ecmeeHHblll NOMEHYUAT ONYXOAU HAONOYEUHUKA.

CpasnumenvbHoe usyuenue OUa2HOCMU4ecKou YeHHOCMU O6AITbHOU OYEeHKU NePeYUCTeHHbIX
cucmem HeCKOIbKO OMAUYAEMCs y PAsHuIX ucciedosamelieli, 00HAKO O0O0KA3AHA HeCOMHEeHHAs
noavsa ux npumenenus [51, 52], uyecmeumenvrocmo wkan 6 omuowenuu AKP u memacmaszos
cocmasnsaem oxono 92% u 3HauumenvHO 603pacmaem NPU UCHOAb308AHUU KOHCUTUYMA
namonoeos. Ha cecoOnsunuil oens 8 mupe Haubonee wupoxo ucnonviyemcs cucmema Weiss [9].

Ilo pexomenoayusm skcnepmog BO3, npu onxoyumapnom mopghono2uieckom eapuanme
AOPEHOKOPMUKALHOU ONYXOIU PAYUOHATILHO UCHONIb308AMb MOOUDUYUPOBAHHYIO CUCMEMY
bannvbroll oyenku 3no0kavecmeenno2o nomenyuana Lin-\Weiss-Bisceglia [9, 13].

Ilpu  comnumenvHOU  Op2aHHOU  NPUHAONEHCHOCMU  UTU  HEONpeoeleHHOM
3710Ka4ecmeeHHOM nomenyuare onyxonu seoyuyee 3Hauenue npuobpemaem
UMMYHO2UCIOXUMUYecKoe ucciedosanue. Haubonee yacmo ¢ smou yenvio UCnonb3yom OYeHKy
unmencusHocmu dxcnpeccuu odeaxa pS53, Ki67, karvbpemununa, yumoxepamunos 8 u 18,
BUMeHmMuUHa, uHeubuna-o, meiana A, cmepoudoeennoco Gakmopa-1 (SF-1) cmepoudnozo
peyenmopa  koakmusamop-1  (SRC-1), npomeuna S-100, Pax8, xpomoepanuna A,
Helipocneyuguueckol 3HONA3bl, cuHanmoguzuHa. B Oononnenmue K OuacHoOcmMuuecKum
aneopummam npu ouggepeHyuanrbHol ouacHocmuke aopeHoKopmuxaivrol adewomvl u AKP
B03MOIHCHO UCNOTILI0BAHUE UMMYHOUCMOXUMUYECK020 Mapkepa Ki67: ona adenomvl xapakmepen
unoexc npoaugepayuu Ki67 menee 5%, ons AKP — 6onee 5% [2, 13].

IIpeomemom ouckyccuu 00 HACMoAwe20 BpeMeHU A811emcs NPOSHOCMUYeCcKoe 3HAYeHUe
konuwecmea Weiss- unu van Slooten-6annos, oonaxo 6aiivHas cucmema napamempos c8emosou
MUKDOCKONUU 8 Kauecmee NPO2HOCMUYeCK020 Kpumepus ycmynaem npoaugepamusHomy uHOeKcy
Ki67. Ilpu nosviwenuu unoexca Ki67 6onee 10% eepoasmnocmes peyuouea AKP nocne
adeksamuou pesexyuu 6 npedenax 30oposvix mranei (RO-pesexyus) cocmasnsiem ne menee 80%
(em. maxowce Ipunoosicenue I Tabn.18). Ilpocnocmuueckoe 3nauenue opyeux mapkepos UI'X 6
omuowenuu AKP 6 nacmosawuti momenm HaAxo0umcsi 8 cmaouu UCcie008aHus U HAKONJIEHUs.

aHaausupyemoco mamepuaia.

e 25.2.2. PexoMeHayercs BCEM MalUMEHTaM C OMYXOJbI0 HAANOYEYHHKA IPOBOAUTH
MaTOJIOT0-aHATOMHUYECKOE HCCiel0BaHne OMOIICHITHOTO (ONepaloHHOT0) MaTepuana o
MPOTOKOJY, BKIIOYAIONIEMY, KAK MUHIMYMY, CJIeTyIOIIFe JaHHBIE: KOJIMYECTBO OANIIOB MO

mkaine WeisS wiM uHOM ImKaie OaIbHOM OIEHKM 3JIOKAYECTBEHHOI'O IMOTEHLHMAa
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omyxouu, nponudepariBHblii nHaeke Ki67, pe3eKIMOHHbINH cTraTyc (MHBa3usl KallCyJibl
OITyXOJIH, U/WIIA OKPY>KAIOIINX TKaHEH, U/WIIN MPUIISKALTIX OPraHOB WM €€ OTCYTCTBHE),
HAJIMYUE WIK OTCYTCTBUE MOpaXKeHUs TuMparuueckux y3ioB [119-123].

YpoBenb yOeautTeJbHOCTH pekoMeHaanuii — C, ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeabcTB — 4

KommenTapuii. Basxcnocms oyeHKu 310KauecmeeHHo20 NOMeHYyuaia onyxoau no cucmeme Weiss
UnU UHOU wiKale OANIbHOU OYyeHKU, a makdice npoaughepamusrnoco unoexkca Ki67 obcysicoenuvl
sbiute (cm. pazo. 2.5.2.1.). Heobxooumocmv oyenku pezexkyuonnoeo cmamyca onyxoau (cm.
makaxce Ilpunoncenue I Tabn.18), a makdxce Hamuuus ulU OMCYMCMBUL NOPAANCEHUS

JUMpamuyecKux y3108 npooOUKmo8ana npoO2HOCMUYecKol YeHHOCMbI0 dMuxX 0aHHbIX [9].

2.5.3 I'eHeTHYeCKOE TeCTHPOBAHKE

e 253.1. PexomeHayercs BceM MalMeHTaM C BepubUIUPOBaHHBIM auarHo3om AKP
MPOBECTH, KAK MUHUMYM, CTAHJapPTHOE '€HETUYECKOE KOHCYJIbTHPOBAHUE, BKITFOYAIOIICE
M3YYCHHE aHaMHe3a >KM3HU, aHaMHe3a 3a00JIeBaHHMS W CEMEHHOro aHamHe3a, IS
BBISIBJICHUS WJIM MCKJTFOUCHHS HACJICACTBEHHOTO CHHIpOMa, accoruupoBantoro ¢ AKP [1,
4].

YpoBenb yOenurtesibHOCTH pekoMengauumii — C, YypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJIbCTB — 5

Kommenrapuii.  Ceoespemennoe  @visigieHue  2epMUHAMUBHOU — Mymayuu U,
COOMBEMCMBEHHO, OUACHOCMUKA HACTIeOCMBEHHO20 CUHOpoMa, ekatouaioujeco AKP, nozeonsiom
NPOCHO3UPOBAMb pazsumue Opyeux accoYUUPOBAHHLIX 3a00NC6AHULl Y NAYUEHMA, d MAKHCe
YeneHanpasienHo 00C1e008ams e20 KPOBHbIX POOCMBEHHUKOS.

Cpeou s3pocnoti nonynayuu 0o 5% cayuaes AKP pazeusaemcs 6 pamxax cunopoma Jlu-
DpymeHu, 00YCI108IeHHO20 2epMUHamusHou mymayuet ¢ cee TP33, oxono 3% - 6 pamkax
cunopoma Jlunua. Jlo 13% nayuenmos ¢ cunopomom MOH 1 muna umerom AKP. AKP onucan
MaKaice Kaxk KOMNOHeHm CUHOpomo8 I aponepa (cemelinblil a0eHOMAmMO3HbIL NOIUNO3), KOMIIEKCA
Kapnu, Bexeuma-Baiioemana, netipopubpomamosa 1 muna (cm. makaice pazo. 1.2).

Buvioensitom pao  kaunuueckux ocobennocmeil, Komopvie NO380JA0OM  3aN0003PUMb
Hacnedcmeennwill xapaxmep AKP (Tab6n. 5) [4].

Tadimuna S. OcodeHHOCTH aHaMHe3a 3a00/1eBAHMSA M CEMEHOI0 aHAMHEe3a MALMEHTOB ¢
AKP, CBH/IETE/ILCTBYIOLNE 0 HAJIUYUH CHUH/IPOMOB HACJIeACTBEHHOM

npenpacnoio:xkeHHoctn k AKP [4]
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AHamMHe3 3a00/1eBaHus U JBycroponnuii AKP, mnpeumyiecTBEHHO CHHXPOHHOM

AHAMHE3 )KU3HU MaHI/I(bGCTaLII/II/I

MHOXeCTBEHHEBIE IICPBUYHBIC OITYXOJIU JPYI'UX J'IOKaJ'II/ISaHI/Iﬁ

Hpyrue penkue onyxonu y nanuenrta ¢ AKP

AKP, nuarHocTupoBaHHBIN B IETCKOM BO3pacTe

BposkaeHHble TOPOKH pa3BUTHS

Hpyrue suaokpuHHbIe 3a0051eBaHUs (HapUMep, EPBUYHbBIN

runepnaparupeos), nomumo AKP

KoxabIe IIPOABJICHUA, XapPaKTCPHBIC IJIs1 HACJIICACTBCHHBIX

OITYXOJICBbIX CHHAPOMOB

Cemeiinblii aHamMHe3 Bricokas paclpoCTPaHEHHOCTh OHKOJIOTUYECKHUX

3a00J1€BaHUM CpeIv KPOBHBIX POJACTBEHHUKOB

Cewmelinbplii aHaMHe3, oTsaromieHHbIn AKP

CeMmeilHbIii aHaMHE3, OTATOIICHHBIA JPYTHUMH PEIKUMHU

OIyXOJISIMU

CemelHbIi AdHaMHC3, OTSATOIICHHBIN HaCJICICTBCHHBIMU

OIIYXOJICBBIMHU CUHAPOMAaMU

THayuenmam ¢ AKP mooicem 6bimob peKOMEHO08AH MONEKYIAPHO-2EHEMUYECKUL CKPUHUHR
Ha npeomem GuvlasieHUs CUHOpomos Jlu-Ppaymenu u Jlunua, komopvie 6cmpeuaromes y 6 3-5%
cnyyaee AKP u umerom docmamoyHo pa3pabomarntble KIUHUYECKUe peKOMEHOAYUU.

Pacnpocmpanennocmo eepmunamusnvix mymayuii de novo 6 eene TP53 docmueaem 20-
25% cpeou eécex nayuenmos ¢ abeppayusamu 8 OGHHOM 2eHe, 04eB8UOHO, YMOo maKue nayueHmol He
o6yoym umems AKP unu unvix nposenenuii cunopoma Jlu-@Ppaymenu 6 cemetinom anamuese. B
ceszu ¢ smum sxcnepmol BO3, Esponeiickoeo obwecmesa snookpunonozos (European Society of
Endocrinology) u ENSAT pexomendyiom ckpunuposams eécex nayuenmos ¢ AKP na nanuuue
2epMuHamuenvlx mymayut 6 cene TP53.

Cunopom Jlunua npucymcemeyem y moti sice wacmu nayuenmos ¢ ACC, umo u y nayueHmos
¢ KonopekmanbHoiM paxom (3-5%), komopvim nokasan ckpunune Ha cunopom Jlunua. Eeo
OUACHOCMUKA MOXMCem NPO8OOUMbCST NyMeM HenocpeoCm8eHH020 MOJEKYIAPHO-2eHeMUYECKO20
uccneoosanuss  eemos  MSH2, MLHI, PMS2, MSH6 u EPCAM umwu nymem
UMMYHOSUCIOXUMULECKO20 UCCled08anus ¢ awmumenamu xk MSH2, MLHI, PMS2, MSH6 u

OYEHKU MquocameﬂﬂumﬁozZ HecmabuiIbHOCU.
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50-90% cayuaes AKP 6 Oemckom eo3pacme Habnooaemcs 8 pamxax cunopoma Jlu-
@paymenu. B ceazu ¢ smum 6 cayuae eviagnienus AKP 6 oemckom 6o3pacme, 6cem nayueHmam
HeoOX00UMO npogedeHuUe MONEKYIAPHO-2eHEMUYECK020 AHAIU3A OJid BblAGNIEHUS NAMO2eHHbIX

eepmunamuenvlx mymayuii 6 2ene TP53 [4, 2, 9].
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3. JleyeHue, BKJIOYAS MeTUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEPanuIo, 00e300,1UBaHNe, MeAUINHCKUE TOKA3AHUS U

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1 Xupypruuyeckoe Je4eHue

e 3.1.1 Pexomennyerca Bcem mnauumeHtam ¢ AKP I-III cragum mo ENSAT u npu
BO3MOKHOCTH RO-pe3ekunu B CrenuMann3upOBaHHOM IIEHTPE MPOBECTH XUPYPrHUECKOE
nedenue. O0wveMm oneparnuu npu AKP — agpeHamskToMust B ipeieniax 3J0pOBBIX TKaHEH,
0e3 HapylIeHHs LEJIOCTHOCTU KamCyJbl OMyXOJH. BhIMOIHEHHE omnepamuii ¢ MOMBITKON
COXPAaHCHUs TKAaHU HAAMOYCUYHHUKA HEIONMyCTUMO. PekoMeHmyercs BceM NalueHTaM
BBITIOJIHUTH OTIEPATUBHOE ITOCOOME B KpaTUalIIie CPOKH MOCIIE MPOBEICHHUS ITOJTHOIIEHHON
JUArHOCTHKU M CTaJAMpPOBAHHS OIMYXOJIEBOTO Mpollecca Jii MHUHUMHU3ALUU PUCKOB
MeTactaTrueckoii arpeccuBaoctu AKP [8-10,13,58].

YpoBenb yOeauteqbHOCTH PpekoMmeHaammii — C, ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — D

KommenTapuii. EOuncmeeHHbIM 603MONCHBIM 8APUAHMOM NOAHO20 uzieverus npu AKP
8 Hacmosiujee 8pemMs AGIAEMCS NOJHOe Xupypauyeckoe YOajleHue ONyxXoiu cpasy nocie ee
obOHapyoiceHus. AKYyeHm Ha CPOYHOCU ONEPAMUBHO20 BMeUlamenbCmed C6i3aH C OblICmpPbIM
yeenuuenuem pasmepos OnyXoau U BblCOKOU 8eposmHOoCmblo Memacmaszuposanus. Eciu na
MOMEHM OOHAPYHCEHUs. ONYXONU MEMACmMAa3bl He 8bIAGNAIONC, MO 8bl200d ONepayull 04esuoHd,

m.K. OHA HAYeleHa Ha NoaHoe uziedenue (cm. maxoice Ipunoscenue B Puc. 1) [4].

e 3.1.2 PekomeHayeTcsl BCEM MallMEHTaM C OIYXOJIbIO HA/IMOYEUYHUKA U BBICOKOBEPOSTHBIM
win BepuuuUpoBaHHBIM JuarHo3oM AKP BBIONHATE XHpypruyeckoe JiedeHHe Ha
OCHOBAaHMH CJIETYIOLIUX IIPUHIIHAIIOB:

o  BBINIOJHEHUE PAJAUKAIBHON aPEHAIIDKTOMUHU B IPEJEnax 310POBbIX TKAHEH;

0 COXPAaHEHME LIEJIOCTHOCTH KaIICyJIbI OIYXOJIU;

o BBINOJHEHHNE KOMOMHHUPOBAHHBIX aJpPEHAIPKTOMHUI NpH HHBa3UU OMYXOJU B
OKPY’KaroIlle OPTraHbl U CTPYKTYPBI;

o BBINOJHEHHE TPOMOIKTOMUN W3 MOYEUYHOH BEHbI, HUKHEW IMOJIOW BEHBI U KaMep
cep/lia Ipu OIyX0JIeBOM TpoMOo3e;

o BBIMOJIHEHHE TUM(OTUCCEKIINHN B a0PTOKABAILHON 30HE M 30HE BOPOT MOYKH [8-

10,13,47,57,58,63,128].
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YpoBenb yoOeauTeJbHOCTH pekoMeHaauuidi — C, ypoBeHb [10CTOBEPHOCTH

A0KA3aTeabCTB — 4

Kommenrapuii. Ocobennocmsamu pocma onyxoau npu AKP u  xupypeuueckux
eMeuamenbcme A6IAImcs cleoyuue.
o UHBA3USL ONYXOIbIO OKPYIHCAIOUWUX OP2AHO8 U CIMPYKMYP: NApaHe@dpaibHOL KlemyamKu,
NOYKU, NeYeHU, celle3eHKU, N0OHCEeyOOYHOLL Jicelle3bl, KPYIHbIX COCYO08 (HUNCHElU NOoNoU GeHbl,
NOYeYHOUl 8eHbl, 80POMHOU Genbvl). Mecmuas pacnpocmpanerHOCmb ONnyXoau OO0NHCHA OblMb
oyeHeHa 00 onepayuu 015 NIAHUpo8aHus ee oovema. Ilpu HeobxoO0uMocmu 8bINOIHAIOM pe3eKyUU
neyeHu (amunuyrvie, AHAMOMUYHbIE), NOOANCETYOOUHOU dicene3bl, ChieHIKmomus. Heghpakmomus
NOKA3aHa MOJbKO NpU UHEA3UU cmpyKkmyp eopom nouku. [lapanegpanvras kiemuamxa 00nxicHa
yoanames 6 xooe aopenandkmomuu npu AKP.
o UHBA3USL HUICHEl NOJOU BeHbl/NOYEYHOU GeHbl, KOmopdas HAba00aemcs no OaHHbIM
aumepamypwl om 5-7% 0o 30% cnyuaes AKP u mpebyem pesexyuu cocyoos 8 pasHom obveme
(npooonbHas unu YupKyIApHAas) ¢ nociedyiowell peKoHcmpyKyuet uiu oe3 Hee.
o onyxonesvili mpomoO03 HUMNCHell NOJOU 6eHbl UlU NOYeYHOU 6eHbl (Npu 1€80CMOPOHHEM
NOpadcenul), NPOKCUMANbHAS 2PAHUYA KOMOPO20 MOJCem O0Cmucams 00 Npagvlx Omoenos
cepoya. YV nayuenmos 0e3 OMOANEHHbLIX MemAacmazo8 HOKA3AHA AOPEeHAIIKMOMUSA  C
MpoMOIKmMoMuUell, BO3MONCHOCHb MPOMOIKMOMUY  Cledyem paccCMOmpusams makdice y
nayueHmos ¢ OMOQIEHHbIMU Memacmazamu 8 6udy Omcymcmeus 3QP@exmuenvix cnocooos
KOHCEPBAMUBHO20 JIeYeHUsl U BbICOKO20 DPUCKA JIeMANbHbIX OCLONCHEHUL medyeHus OONle3HU.
Tpombrxmomus 8bINOIHAECMCS KAK C UCKYCCMBEHHbIM KPOBOOOpaujeHuem, mak u Oe3 Hezo, 8
3asucumocmu om ypoeus mpomb6osa. Heobxooumo npeonpunams mepvl no npoguiaxmuxe
IMOOIUU 1e20UHOU apmepul OnyXoaesviMu maccamu. Heobdxooumocms pekoncmpyKyuy HudiCHeu
NONOU GeHbl NOCNe MPOMOIKMOMUU, YACNO CONPOBONCOAEMOU YUPKYIAPHOU ee pe3eKyuell,
onpeoensemcs 8 3A8UCUMOCMU OM CMeNneHu HapyuleHus KpOBOMOKA NO Hel U pa3sumus
KOJLIAMepanbHo20 KPOBOMOKA, HA OCHOBAHUU NPEOONEPAYUOHHOU OYEHKU;
o 8bICOKASL 8EPOAMHOCIb IMOONUYECKUX OCNONCHEHUU A61Aemcsi 0CHO8HOU npuyunou (!)
UHMPAONEPAYUOHHOU U PAHHEL NOCTIeONePaYUOHHOU cMepmHocmu y nayuenmos ¢ AKP. Ombonus
Modcem Oblmb 00y CN087IeHA HECKOTLKUMU (PaKmopamu Uil ux COYemanuem:

® Hanuuuem 2UNEPKOPMUYUZMA/2UNEPAHOPO2EeHUU, cnocobecmayouux UCXOOHOU
2UNepKoazyIAYUU,
®  MaccueHol UHMPAONEPAYUOHHOL Kposonomepeli ¢ OOHOMOMEHMHLIM NeperusaHuem
OonbLUWUX 0ObEMOB KOMNOHEHMO8 KPOBU,

® Hajluyuem onyxojieevlx mp0M606,'
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® omcymcmeuem npeoonepayuoOHHbIX NPOQDUIAKMUYECKUX MEPONPUSMUL, CHUNCATOUUX
PUCK MPOMOOIMOOIUU.

e Cpeou npounaKmuyeckux Meponpusmui 001CHbl paccmampusamucsl
2enapuHOnpopUIAKmMuKa, YCmaHo8KA  8EHO3HLIX — MPOMOOYIABNIUBAIOUWUX — 30HOOS.
Ilocneonee mooicem OGvimb 3amMpyOHEHO U3-34 ONYXOJIEB0U KOMUPECCUU HUNCHEU NOJIOoU
BEHbl.

Hapywenue kancynvi onyxonu npaxmuuecxu 6 100% Habnooenuti npusooum K Mecmusvim
peyuousam AKP. Ilpeyusuonnocms manunyiayuil npu yOaieHuu Onyxoau s61saemcsi 0OHOU U3
KAI0YEeBbIX 3a0ay Xupyped, maxk KaKk HapyuieHue yeloCmHOCmuU Kancyivl NPUBOOUm K MeCmHOU
onyxoneeoil ouccemunayuu oaxce nocie evinonnenus RO-pesexyuu [8, 53, 54].

IIpu AKP noka3zano yoanenue pecuoHapHulX 1UmMPoy3108 8 cliyyae ux Memacmamuiecko2o
nopaxjcenuss uiu Npu NOOO3PEHUU HA NOpaddceHue no KIUHUKO-UHCPYMEHMANbHLIM OAHHbIM
[44,55]. Ilpeumywecmea numgpoouccexyuu npu AKP npooemoncmpuposansl 6 ucciedosanuu J.
Reibetanz u coasm. [56], ede na Odocmamouno 6OnBLWOU 6bIOOPKE NAYUEHMO8 OOKA3AHO
cmamucmuyecku — 3Hayumoe  yuyyuienue — OespeyuousHou  evlocusaemocmu  u - AKP-
accoyuupo8anHHou cmepmuocmu y nayuenmos ¢ RO-pesexyuetl. B kauecmee dononnumensnoco
008004 NPUBOOUMCsl (hakm, 4mo 8 epynne ¢ aumpoouccekyuel cpeOHull pasmep onyxoau Owli
00CMOBEPHO OONbUE U MYTILMUBUCYEPATILHAS PE3eKYUsT bINONIHANACL Yauje, OOHAKO, HeCMOMPS
Ha 3mo, OocmueHymsl Jayyuiue pesyibmamvl. B uccnedosanuu Gaujoux S. u coaem. [57]
VKA3b18Aemcsl, 4mo B06JIeYeHHOCb TUMGPOY37108 8 onyxonesviil npoyecc y nayuermos ¢ AKP,
HEePAHHCUPOBAHHBIX NO cmaodusam, cocmasnsiem 20%, 4mo A6Aaemcs, N0 MHEHUI0 dmopos,
nokasauuem K 0Oonee WUPOKOMY BblNOAHeHUulo aumgoouccekyuu. Ipanuysbl npeeenmueHou
qUMpoouccekyuy He MOYHO ONpeoeNeHvl, N0 UMEWUMCS OAHHbIM NOONeHCam YOaleHUK
JUMGDOY37161 60POM NOYKU, NAPAKABATIbHBIE CNPABA U NAPAAOPMATIbHYLE CIe8d.

Ilpu omcymcmeuu s6HbIX NPUSHAKOS UHBA3UU 8 NAPEHXUM) ULU B0POMA NOYKU, HE0OX00UMOCmU
6 ‘“npeeenmusHoll”’ Heppaxkmomuu (Hegppadperandxmomuu), 015 NOBLIUEHUS PAOUKATbHOCTU
pesexkyuu, Hem. /locmamouna pe3exyus HCUposol Kancylvl NOYKU C OMCMYNIeHUeM Om Kpaee

onyxoau Ha 2—3cm.

e 3.1.3. IMaumentam ¢ KIMHUYECKH BepuduumpoBanHbiM auarHozom AKP moxer
PEKOMEH/10BATHCH BBIIIOJIHEHHE 3HJIOCKOITNYECKON (J1amapoCKONMMYEeCcKOH,
PETPONEPUTOHEOCKONNUECKOMN ) aIpEHAIIPKTOMUY IIPU COYETAHUU CIIEIYIOMNX (DaKTOPOB:
pasmep omyxonu MeHee 6 cM, I u Il cramus 3aboneBanuss mo ENSAT (orcyrcTBHE
MIPU3HAKOB HHBA3UU OITYXOJHU B OKPY>KAIOIIHE CTPYKTYPHI), JOCTATOYHBIN OIBIT ITOAOOHBIX

BMEUIATENbCTB y XUpypra u jeuedoHoro yupexaenus. [Ipu 6ombiiel pacnpocTpaHeHHOCTH
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mporecca SHIOCKONMUYECKas Omepanus IMPOTHBOINOKA3aHa, TaK KaK BO3MOXHOCTh

BBITIOJTHEHUS TUM(DaICHIKTOMUN U aJIeKBaTHON PEBU3UU M PE3EKIIMHU COCETHUX OPTaHOB

OrpaHuYeHa, paIMKaIbHOCTh BMEIIATEILCTBA cCOMHUTENbHA [8,13,59,66].

YpoBenb yoOeauTeJbHOCTH pekoMeHaauuidi — C, ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeabcTB — 4

Kommenrtapuii. Ocnosnas npobiema 1anapockonuyeckou aopeHaiIKmomMuy — 8blCOKAsL
yacmoma  oucceMuHayuu — ONYXoau  NO  OplwUHe  Noclie  onepayuu,  8Cile0Cmeue
UHMPAONEPAYUOHHO2O NOBPENHCOCHUST KANCYIbl onyxoau. dacms 3Kcnepmos npuoepicueaemcs
MHEHUsl, Ymo npu pasmepe Onyxoau Oonee 5 cM u/uiu NOOO3PEHUU HA 310KAYECMBEHHOCMb
ONYXOU NO pPe3yIbmamam npedonepayuoHHo20 00C1e008aAHUS — 8ePOSIMHOCIb OUCCEMUHAYUU
ONYXOU NPU HaAPYULeHUU KANCYIbl 3HAYUMENLHO 8blude, YeM NpU OMKPbImom emewamenvcmee [8§,
44, 47, 53, 58 - 60].

HeouckymabenvHvlm nynkmom OaHHOU peKOMeHOayuu A61Aemcs CReyuaiusupo8aHHblil

xapaxmep yupexcoeHus u Onvlm onepayuoHHoU opueaobwi.

e 3.1.4. PexomeHayeTcs TAIIMCHTAM C pe3eKTabeIbHBIMU (HOPMAX MECTHOTO PEIUANBA HITU
MPU COJMUTAPHBIX/CTUHUYHBIX METacTa3ax, BO3ZHUKIIUX IOCIE OMEpaluy, BBHIIOIHHUTH
noBTopHYyt0 RO-peseknuio kak Hanbosee 3(h(HEeKTUBHBIA U MPEANOYTUTEIBHBIN BapUaHT
JedyeHus, oOecreunBaoIui Haubosee UINTENbHBIA Oe3peuuaUBHBIA TEpUoa WM
MIPOJOJKUTENBHOCTD KU3HU (cM. Takoke [Ipunoxenne b Puc.1). be3penuausublii nepuoa
Oonee 1 roma mocie MepBOW oOMepalyy SBISETCS OJArONpPUSTHBIM MPOTHOCTUYECKUM
dbakTopoM TpU XHPYPrHUECKOM JIEYeHHH penuauBoB uian MeractazoB AKP.
[lenecooOpa3HOCTh ~ TOBTOPHBIX ~ OMEpaliii  MPU  PEIUANBAX  ONPEICISICTCS
WHIUBUAYATHHO, MybTHIUCITUTUTMHAPHBIM KOHCHIIMYMOM, C YY9€TOM PaCIPOCTPAHEHHOCTH
Mpolecca, BEPOSITHOCTH MOTHON [TUTOPEAYKIIUU, OMOTIOTHYECKUX OCOOEHHOCTEHN OMmyX0n
¥ BO3MOYKHOCTH KOHCEepBaTUBHOTO JieueHus [58,62,64,65].

YpoBenb yOeauTEJBHOCTHM pekoMeHAauMidi — B, ypoBeHb [10CTOBEpHOCTH

A0KA3ATEJIbCTB — 3

Kommenrtapuii. Yacmoma npoepeccuposanus AKP nocne xupypauueckozo nedeHus 6
meuenue 5 nem oOocmueaem 00 80-85%. Eouncmeenuvim memooom, 0Oecnequsarouum
OnumenbHoe  B8blXCUBAHUE NPU  peyuousax Uiy Memacmazax Oocmaemcsi MNOGMOPHAsL
«paouxanvrasy, mo ecmo R0- pezexyus. Ee 603M0cHOCMb Cledyem paccmampugams y Karirco020
nayueHma ¢ yyemom pacnpoCmpaHeHHOCmU npoyeccd, 0cobeHHOcmel npeovloyujeco
XUpypeuuecko2o JnedeHus, OUoN0SUecKUxX OCODeHHOCmel ONyXoau, MmMaKux KaxK CcmeneHb

310Ka4vecmeeHrHocmu u memn pocma.
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B onxonozuueckom yenmpe Sloan-Kettering, CIIIA, nosmopmvie pezekyuu 6binoaiHeHbl )
47 nayuenmog ¢ MeCmubiM peyuoueom uiu omoaieHHvimu memacmaszamu AKP [61]. IIpu smom
u3 113 nayuenmos 6 62 ciyuasx onepayusi oviia paoukanvhou, 6 45 — nariuamusnou. Cpeou
paoukanvhwlx onepayuil 43 (69%) evinonineno no nosody omoanenHvlx memacmasos, 14 (23%) —
1o n0800y Mecmuozo peyuousa, 5 (8%) — no noeody u peyuousa u memacmasos. Bce onepayuu
1O N0600Y MeCMHO20 peyuousa OblLIU KOMOUHUPOBAHHbLE, C pe3eKyuell NOPANCEHHBIX CMEHCHBIX
0p2earos, cpedu JIOKAIU3AYUll OMOAIeHHbIX MEMAcmas08 CaAMbiMU YacmuviMu ObLiu nevers (28),
neexkue (17), oprowuna (8). Meduana obwell 6vlocusaemMocmu NAYUeHmMos noo0BePeULUXCs
HOBMOPHOU pAOUKATbHOU pe3ekyuu cocmasuna 74 mec, S-nemuss evigcusaemocmov — 57%, y
nayuenmos nocie NailtuamueHou nosmopHol pezekyuu — 16 mec u 0% coomeemcmeenno,
pasauuus OvlIu cmamucmuyecku sHayumel. I[lpocno3 nayuenmos, onepuposanHvlx no noeooy
MeCcmHO20 peyuousa uiu OmoaieHHO20 Memacmasos, He OMaIUYAaICs.

Ilo oanuwbim ¢hpanyyszckou accoyuayuu 3HOOKPUHHBIX Xupypeos [62] nosmopHble
onepayuu GulNoaHenvl y 22 NAyueHmos. S-1emmussi GblHCUBAEMOCHb C MOMEHMA YCMAHOBKU
ouaznoza cocmasuna 27%, ¢ momenma noemopHou onepayuu — 16% (npu paouxanvHou
nosmopnot peszexyuu — 28%).

R. Bellantone u coasm. [63] ¢ 1997 e ananusuposaiu dannvle Umanvsinckoco pesucmpa
no AKP, exnwouarowezco 188 nayuenmos. Cpeomsis npoooadCumenbHOCmyb HCUHU NAYUEHMO8
ONepupoBanHbiX NOBMOPHO NO N0B00Y peyuousa cocmasuna 15,9 mec., npomus 3,9 mec. y
nayueHmos, NoIY4asuiux moabKOo KOHCEep8amugHoe JjedeHue, 3-1emHss BblocU8AeMOCHb
cocmasuna 23% u 0% coomeemcmeenHo.

B Typuncxom ynusepcumeme [64] pempocnekmusHo aHanu3upo8aiu CpasHUme bHbulll
onvim neyenus peyuousos AKP: epynna A — 22 nayuenmos onepuposanni, 17 — 6 00veme yoanenus
peyuousa, 5 — yoaieHue omoaieHHo2o memacmasa (cpeonuti bann Weiss — 6, cpednee epems 00
npoepeccuposanus — 22 mec, cpeonuii Ki67 — 18%). I'pynna B — 17 nayuenmog nonyuunu
Xumuomepanuro no cxeme #Hooxcopyouyun™*, smonozuo™*, #Hyucnaamun™* u mumoman™*
(cpeonuit bann Weiss — 7, cpeonee epemsi 00 npoepeccuposanust — 9,5 mec, cpeonuti Ki67 — 28%).
B epynne A y 5 nayuenmos (22%) peyuousa ne nabniooanoce, y 17 603HUK peyudus 6 cpeonem
yepez 23 mec, 8 nayuenmos NOSBMOPHO ONEPUPOBAHbL, CPEOHAS 00WAs BbIHCUBAEMOCTIb
cocmasuna 86 mec. B cpynne B 88% nayuenmos 3a epems HaOMOOeHus ymepau om
npozpeccuposanus;, Cpeouss odwas evlocueaemocms cocmasuna 33,5 mec — 00CMOBEpHO
MeHbuue.

Tem He Menee, 60 6cex NPUBCOEHHBIX UCCIEO08AHUAX  HENb3s  UCKIIOYUMD

HEPABHO3HAYHOCNb pacnpedeﬂeHuﬂ nayuennos, screocmeue moeo, 4mo HNno6moOpHO HE
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ONepuposaIU NAYUEHMO8 ¢ OONLUWUUM PACIPOCMPAHEHUEM NPOYeccd UMU ¢ 3A8e00MO NIOXUM
npoenozom. HMuousudyanuzayus nokazauuil K NOSMOPHLIM ONEPAYUIM AGNSEMC sl HepeuleHHOl
3a0ayell u mpedyem OaIbHeUX UCCIeO08AHULL C YHEeNOM MAKICe OUOI02UYECKUX 0COOeHHOCmell

onyxonu [65].

e 315 Bcem mnanuentam ¢ AKP wu runmepkoptuimsmMoMm (MaHU(ECTHBIM WM
CyOKIMHMYECKHM)  PeKOMeHJyeTcsl  MpPOBEACHHWE  3aMECTHUTEIbHOHM  Tepanuu
HAJINOYCYHUKOBOW HEJIOCTATOYHOCTH B MOCIEOnepaliioHHoM nepuoze [13, 19, 24].
YpoBenb yoOeauTeJbHOCTH pekoMeHaauuidi — C, ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5
Kommenrapumii. Manugecmuuiii  cunepkopmuyuzm u  QyHKYUOHANLHO ABMOHOMHASA

2UNEPRPOOYKYUs KOPMU30IQ, KAK NPAsuio, HPUOOsm K pPA3GUMUI0  HAONOYEeYHUKOBOLL
HeOOCMAamoyHOCmu nocjie AdOPeHardIKmMoMuu ¢ ONyxXoavlo. B cesa3u ¢ smum écem nayuenmam c
AKP u sepuguyuposanubvim/6blcOKOBEPOSMHBIM 2UNEPKOPMUYUIMOM NOKA3AHO NpOGedeHuUe
3amecmumenvHol mepanuy HAONOYeYHUKOBOU HeOOCMAMOYHOCMU UHMPAONEPAYUOHHO U 8

NOCNIeONEPAYUOHHOM NEPUOOE 8 COOMBEMCMBUU C KIUHUYecKumu pekomenoayusimu [9].

3.2. KoncepBaTuBHOE Jie4YeHHE

e 321 He pexomMeHnayercss TpOBEICHHE aIbIOBAHTHOM Tepamuu TMalUeHTaM C
QJIPEHOKOPTUKAIHHONW OITyXOJIbI0 HEOMPEACICHHOTO 3JI0KAYeCTBEHHOTO TIOTEHITHAIA
[73,85,86,95].

YpoBenb yOenurtesqbHOCTH pekoMenaaumii — C, YypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbLCTB — 5

KommenTapuii. Aowvrosanmuvie Memoovl Jneuenus C85A3aHbl ¢ NOMEHYUATbHOLU
MOKCUYHOCIBIO, 8 C8A3U C IMUM AOBIOBAHMHYIO MEPANUI0 cledyen paccmampuéanms moabKo O

nayueHmos ¢ 8epuhpuyuposanHviM namomopgonozcuvecku ouasnozom AKP (cm makowce pazo.

2.5.2.1) [9].

e 3.2.2. PexomMeHayeTcsi BceM TAIlMEHTAM IOCNIe BBIMOTHEHHS RO-pe3ekimu 1o moBoay
AKP mpu Ki67 6onee 10% npoBoauTh aaplOBaHTHOE JIeYCHUE MUTOTaHOM** (OpTO-TIapa-
DDD) c¢ menpio »3pajAMKallid WM JJIUTEIBHOTO IOAABICHUS MHKPOMETACTa30B
[73,85,86,95].

YpoBens yOeauteqabHOCTH PpekoMmeHaammii — C, ypoBeHb JT0CTOBEPHOCTH

I0KAa3aTeJbCTB — 4
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Kommenrapmuii. Tepanus mumomanom™™ dondxcna 6bime Hawama 6 Kpamuatiuiue cpoku
nocie Xupypauueckoz2o JeueHus. Yposeenv npenapama 6 Kpoeu mpebyem NOCMOAHHO20
1a60opamopHo20 MOHUMOPUPOBAHUS U, NPU YCIOBUU €20 NePeHOCUMOCMU, PEeKOMEHOOBAHHbI
ouanazon mepanesmuyeckol KouyeHmpayuu cocmasisiem om 14 0o 20 mke/mn. [oza
mumomana™*, Heobxooumas 0 OOCMUNCEHUSL U/UTU NOOOEPICAHUSL €20 KOHYEHMPAYUU 8 KPOBU
6 mepanesmuieckom Oouanazoue, UHOUSUOYAlbHA, KaK npasuio, cocmasisiem 4 — 8 e/cym. Ilpu
omcymcmeuu peyuousa AKP adviosanmuoe neuenue npogooumcs om 2 00 5 sem (cm. maxoice
Tpunooicenue A3).

B 2004 2. no pewenuro EMA (European Medicine Agency) 6 kauecmee 0a306020
npenapama 0ns nevenusi AKP npeonoxcen 1 - (2-xnopghenun) -1 - (4-xnopgpenun) -2,2-
ouxnopsman. Omo  eOUHCMBEHHbI, 6 Hacmosuee 68pems  0e3albMepHAMUBHbIU  HO
aghghexmuenocmu npenapam, cneyu@uuHo Oeucmsyrwull Ha NYYKO8y10, YACMUYHO Cemyamyio
30HY, U NPUBOOAWULL K KIIEMOYHOL Oe2eHepayul Kopbl HA0NOYeuHUKA, npu d1MOM, He 3ampausas
KAybouxosyro 30Hy. Hapsoy ¢ npomueoonyxonegvim 6o030elicmeuem, Mumoman™* obradaem
AOpeHOIUMUYecKUM 3 Gexmom, noepexrcoas HympuKiemoyHvle gepmenmsl, yiacmsyrouue 6
cunmese Ccmepouoos, Makum 00pa3oM, CHUNCASI UHMEHCUBHOCHb  HAONOYEYHUKOBO2O
cmepoudozeresza [66, 67]. B cea3u ¢ brokuposanuem cmepoudo2ene3a nayueHmsl, noayyaujue
MUMOMAH™™, HYHCOAIOMCA 8 3aMeCmMUmensHol mepanuu 2I0KOKOPMUKouoamu. Ymvenvuenue
VPOBHS 2NIIOKOKOPMUKOUOO8 8 KPOBU CEA3AHO He MOJbKO C AOPEHOIUMUYECKOl AKMUBHOCbIO
MUMOMAHA™™*, HO U ¢ UHOYKYUEU UM NeYeHOUHO20 KaupeHca cmepoudos [68], 6 ceazu ¢ yem
HeobX00UMO MUHUMYM 08YKPAMHOE Y8eluteHue CMaHOapmHoll 003bl 3aMeCmUumenbHol mepanuu
HaOno4eYHuKosou nedocmamouynocmu. Hedocmamounas 0o3za 3amecmumenvHou mepanuu
CHUCAem NepeHOCUMOCb MUMOMAaHA™™ u ymsocensem e2o nobouHvle IQGhekmul.

IIpenapam ucnonvzyemcs 8 kayecmse 0cCHO8HO20 cpeocmea xumuomepanuu AKP ¢ 1970
200a, pexomenoogsan FDA — Agency of Food and Drug Administration, USA). B ¢espane 2018z.
Mumoman™* enepsvie 3apecucmpuposan 6 Poccuu u paspewen xk npumenenuro. Ilpenapam
BKIIIOYEH 6 peecmp MHCUSHEHHO HeoOXOOUMbBIX U BANCHEUWUX NeKAPCMBEHHbIX Npenapamos
(?KHBJIII) [69].

HUccneoosanus no sghgpexmusnocmu  mumomana™>* 8 a0vIOBAHMHOM  pedxCcume,
nposooumvle 0o 2006 200a, omauuanucy npomugopeyusbimu evigooamu. Eciu adviosanmuas
mepanus npo8ooOUNACs Npu pamepax nepsuuHou onyxoau ooree 10 cm, mo npu cpasHeHuu c
KOHMPOTLHLIMU 2PYNNAMU NAYUEHMO0E8, He NOLYYAGUUX Npenapam, HO C MEeHbUMUMU PaA3MePaMU
onyxoJuel — NOIYYeHbl NApPAOOKCANbHbIE PE3YIbIMaAmbl, CEUOEMeNbCMBYIouUe 0 IYUUUX 1e4eOHbIX

NOKA3aMesix 6 KOHMPOIbHbIX 2PYNNAX NAYUEeHmMOo8, He noayuasuux mumoman™* [70, 71].
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B mynomuyenmposom uccieoosanuu u mema-ananuze HemeyKo-umaibaHcKo20 pecucmpa
nayuenmos ¢ AKP [72] ananuzuposanvl pesynomamel Jnevenus 177 nayuenmos u
NPOOEMOHCMPUPOBAHO YEenudeHue 06e3peyuousHoc0 nepuoda Npu nposedeHuu aoblo8AHMHOU
mepanuu — 42 mec npomus 10 u 25 mec 8 08yX KOHMPOIbHBIX SPYNNAX U CHUINCEHUE YACTOMbL
peyuousa 0o 49% npomus 73% u 91% coomseemcmeaenHo.

Ilpu ananuze s¢pgpexmuenocmu mumomana™* y 246 nayuenmoe ¢ pacnpocmpaneHHbiMu
Gdopmamu AKP (IV cmaous ENSAT) ¢ 26% wnabarooenuii ommeuern 0O0beKMUBHbIU OMEem 6
coomeemcmeuu ¢ kpumepusmu RECIST (11 nayuenmos — noauviti omeem, 52 — 4acmuuublil
omeem) [75]. Hyocno ommemumsb, ymo 6 OOIbUWUHCIIGE UCCIE008AHUL NO P HEKMUSHOCMU
mumomana** npu pacnpocmpanennvix opmax AKP ommeuaromcesn crnedyowue odbujue
meHOeHYUU U 8b1800bL.

®  CIyuau noIHO20 UsleYeHUs UMem Mecmo, Ho A8IAI0MCs KpatiHeli peOKoCmbio;

®  YACMUYHBLL UTU NOJHBIL ONYXO0IEe8bI OMBEEN 8 NOOABIAIOUEM DONLULUHCINEE OMMEYAem sl
Y RAyueHmog ¢ 00CMudICeHuemM mepanesmuieckoli KOHYeHmpayuu Mumomana™>* ¢ kposu
[76-79].

®  HEe3aB8UCUMO OM OOCHMUMNCEHUS YeNe8oll mepanesmuieckol KOHYeHmpayuu ommedaencs
yeenuuenue obueli vlocugaemMocmu, 0onee OIUMENbHOU NPU UYenesvblX 3HAYEHUSX
mumomana™* ¢ kposu [70-74,80-82].

®  Ha ¢oHne npuema mumomana™> 6 6onvuUHCMBe HAOIIOOEHUL YOaemcs KOHMPOJIUPOBAMb
nposenenus cunepkopmuyusma [§8].

®  Jocmudicenue yYenesol KOHYEHmMpayuu MUmomana™> 6 Kpoeu He ece20a 3a8Ucum om

NPUHUMAEMOLL 003bl npenapama, 6 00buiell CMeneHy 3a8Ucum om KYMYAayuu 003bl,

CBA3AHHOU C ONUMENbHLIM NEepUoOOM NOJVICUSHU Npenapama, umo O00KA3bleaem

HeobXo0UMOCmb  MWAMeNbHO20 MOHUMOPUH2A YPOBHA MUMOMAHA™™* 6 Kposu u

nocmosHHou koppexyuu 0o3ol [78-19].

®  Mumoman™* umeem y3Kuil mepaneemuyeckull OUAnazon 003UpoBaHUsl, 0OSPAHUYEHHbIU, C

OOHOU CMOPOHBI, He0OX0OUMOCMbIO Obicmpeliue20 OOCMUNCEHUs. MePANnesmuUiecKol

KOHYyenmpayuu npenapama oonee 14 me/n, ¢ Opyeou — nepeHocumocmsto npenapama. B

yenesvix KOHYEHmMpayusx dacmoma nodoounvix sggexmos cocmasnsiem ne menee 80%

Habmooenuti  (MuHumym 1 noboumsili  2¢hghexm), uHmMeHCUBHOCL U  AMIAUMYOA

HeHCenamenbHulX KIUHUYECKUX NPOsGIeHUll Hapacmaem ¢ NpOAGIeHUAMU KYMYIAYUU

003bl, NpossIeHUss ucuesarom c ommenou npenapama (Taon. 6) [8].

Taoauua 6. [lo6ounbie 3pPexThl MUTOTAHA™™ [8, C H3MEHEHUSIMH |

CHuMIOTOMBI YacTora
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FaCTpOI/IHTCCTI/IHaJIBHLIeZ TOHIHOTA, pBOTA, AXAPCA

OueHp 4acTo

HHC: coHamBOCTh, 3aTOPMOKEHHOCTh, aTaKCHUsl, JIU3APTPHS,

T'OJIOBOKPYKCHHUEC, NCIIPECCHU, CHUXXCHUC ITaMsATH, HOHHHeﬁpOHaTHH

OueHp 4acTo

HaHHO‘le‘lHI/IKOBaH HEJOCTATOYHOCTD

OuyeHp 4acTo

IlepBHUYHBII THIIONOHAINU3M Y MY>KUYHUH Yacro
['mnexomacrus Yacro
KosxHas cbinb Yacro
AyTOMMMYHHBIN I€lIaTUT Penko

ApTepuanbHasi THIEPTEH3US

Ouenb penko

Z[I/IHJ'IOHI/ISI, PETUHOIIATHA, KaTapaKTa, MaKy.]'IHpHBIfI OTCK

OueHb penko

I'emopparnueckuii HUCTUT

Ouens penko

Bupask neueHouynbix pepmenToB (B ocHoBHOM ['T'TII)

OuyeHp 4acTo

YBeauueHue YPOBHA CBA3BIBAIOIIUX 0eJIKOB

OuyeHp 4acTo

I'unepxonecrepuHeMust, TUIIEPTPUTITULEPUIEMHUS

OueHp 4acTo

YBeauueHue BPCMCHH KPOBOTCUCHUA

OuyeHp 4acTo

Jletikonnenus

Yacto

TpomboruToneHus, aHeMust

Penxo

I/IH,Z[YKI_II/ISI MHKPOCOMAJIbHBIX TNCYCHOYHBIX q)epMeHTOB,
YBCINYNBAOMIUX MeTa00INYCCKUI KIIMPCHC

TJIFOKOKOPTUKOCTEPOUI0B, OapOuTypaToB, BaphaprHa

OuyeHp 4acTo

Onpeodenenue uacmomot noo6ouUHBIX IPPexkmos: ouenv uwacmo (=1/10), wacmo (21/100 to
<1/10), neuacmo (=1/1000 to <1/100), peoxo (om =1/10 000 oo <1/1000), ouensv peoko rare

(<1/10 000), ne uzeecmuo (ne modxcem 0Ovimp onpeoeseHO HA OCHOBAHUU UMEIOUWUXCA HA

CEe200HAWHUIL 0eHb Pe3YIbmamoe uccie008anHuil).

Taxum obpazom, Mumoman™* noxasan 3Ha4umMenbHy0 3¢)hekmuenocms 8 OMHOUIeHUU

be3peyudusnoll  vldcusaemocmu nocie RO-pesexyuil u  yayuuieHue noxazameneil oodujel

svlocugaemocmu npu pacnpocmpanennsvix popmax AKP.

e 3.2.3. PekoMeHayeTcsi BCeM TMAIMIeHTaM, KOTOPBIM TIOKa3aHa TEparus MHTOTaHOM™**,
HAaYWHATh JICUEHHWE C HEOOJBIINX 103 C IMOCTENEHHOM JSCKaJalluei, TOoJI KOHTPOJIEM

COCTOsIHUA MalrueHTa, ICPCHOCUMOCTH JICUCHUA, KOHICHTpAINNU MUTOTAaHA

kpoBH (cM. Taxoke [punoxenue A3) [83-85].

YpoBeHb yOenuTelbHOCTH pekoMeHaaumii — C, ypoBeHb

I0KAa3aTeJbCTB — 4
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Kommenrtapmii. Cywecmayrom pasnvle cxemvl mepanuu MUmomarom™>, Hu oOHa u3 Hux
He 001adaem OOKA3AHHBIM NPEUMYWECM8OM HA ce200HAWHUl OeHb. Haubonee wupoko
UCNONb3YVEMCs CXeMd, Npeononazanwas cmapm mepanuu ¢ 003vl 1 2/cym ¢ nocmenenuou
ackanayueti 003wl Ha 0.5-1 2/cym kadicovie 3 — 7 Onell 00 cymMmapHoti 003bl 8 4 2/cym. Ilpu xopoweti
NEPEeHOCUMOCTU MUMOMAHA™™ Modcem ObIMb UCNOIBL30BAH NOOX0O C 8bICOKOU HAYAIbHOU 00301
1.5 2/cym u 6vicmpoim ee npupawenuem 0o 6 2/cym. /lanvheliuas Koppekyus 003bl MUMOMAaHa™*
nPOBOOUMCSL 8 COOMBEMCMBUL C €20 KOHYeHmpayuel 8 Kposu (HeobXxooumo onpedeenue yepes 4
Heoenu om MoMeHma 6vixo0a Ha 003y 4 unu 6 2/cym) u neperocumocmoio [83-85]. B peowcume
BbICOKUX 003 HEOOX0OUMO KOHMPOIUPOBAMb YPOBEHb MUMOMAHA™™ 6 Kkposu uepes 2—3 nedenu
nocjie Hauana mepanuu.

B cpasnumenvrom ghapmaxoxunemuueckom uccie008anu pexcum ¢ 8blCOKUMU 003aMU HA
cmapme mepanuu HAYaIbHbll NO360IUL OOCMUYbL MEPANesUecKko20 OUanas3ona evlute 14 mxe/miu
y bonvuwezo konuvecmsa nayuermog. OOHaxo smu pe3yiomamsl He OblIU CMAmMUCmMu4ecKu
BHAYUMBIMU U3-3d HEOOCMAMOYHOU MOWHOCMU UCCIe008aHUsA. [loMumo 2mux 08yx pexicumos,
cywecmeayem MHOMCECMB0 Opy2uX eapuayull; 6b100p 3a8UcUum om onvlma epaid, 0ocobeHHocmel
Kaunuweckoeo meuenus AKP u cocmosimusi nayuenma. Pexomenoayuu no npumeneHuio
MUMOMAaHa™* ¢ kauecmee advio6anmHoU mepanuu cm. makdyice 8 Ilpunoscenuu A3.

Mumoman™>*  agnsemca  auUNoQuUIbHLIM  EKAPCMBEHHbIM — CPEOCMEOM U,  KAK
npeononazaemcs, Jayyuie 6CACHIBAEMCcs U3 KUUWEUYHUKA NpU COBMECMHOM NOMpeOieHuu ¢
ACUPOCOOEPIHCAWUMU  NPOOYVKMAMYU, HANPUMEP, C MOJOKOM UAU WOKOAadoMm. B  ciyuae
OZDAHUYEHHOU  JHCeNYOOUHO-KUWEYHOU — MONEPAHMHOCMU — OOJNCHO — Oblmb  NPEON0NCEHO
CUMnMOMamuyecKoe jiedenue mouwHomol/peomvl u/uiu ouapeu.

V 6cex nayuenmos, noayuarowux mepanuio MUMomanom **, neobxooumo nposepsams e2o
JIEKAPCMBEHHbIE B3AUMOOCUCMBUsL C OpYyeUMU npenapamamiu (8 YacmHOCmu, u3-3a UHOYKYUU
yumoxpoma CYP3A4 noo enuanuem mumomana™**). Bce conymcmsyloujue nekapcmea 00iHCHbl
Ovimb nposepenvl Ha npeomem memadonruzma CYP3A4 u 3amenenvt anrvmepuamuuvimu, eciu
9Mo 803M0JICHO. Monekynaphvie mexanuzmvl d¢hghexkmos mumomana™>* 0o cux nop usyuemvl
HedocmamoyHo. Tem He Menee, U36eCMHO, YUMo MUMOMAH™™ nogvluiaem 3KCnpeccuio neyeHoyHou
monooxcueenazvl CYP3A4, memabonuzupyiowetl pso 1ekapcmeenHulx eewecms. B ceazu c smum,
8ce npenapamol, KOMOpvle HA3HAYAIOMCA NAYUEHMY OOHOBPEMEHHO C NPUEMOM MUMOMAana™*
u/unu Ha ghone nPUCymcmeust e2o0 KOHYeHmMpayuu 8 Kpo8u, OOJIHCHbL ObiMb NPOBEPEeHbl Ha npeomen

memabonuzma CYP3A4 u 3amenensl anbmepHamusHuiMU, eciu 3mo 803mModxcHo [86].
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e 3.24. PexoMeHayeTcsi NPUHUMATh WHIWBUIYaJbHOE pELUICHHE O BO3MOXXHOCTH
npoBeieHuss anbioBaHTHOW Tepanuu AKP y manueHToB ¢ HHU3KMM/IPOMEXYTOYHBIM
pHCKOM peuyauBa/mporpeccupoBanus (cM. Takke [Ipunoxenue b Puc.1) [95].

YpoBenb yOeautTeJbHOCTH pekoMeHaanuii — C, ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeabcTB — 4

Kommenrtapuii. Ha cecoonsuunuti oens, nporugepamushuiil unoexc Ki67 cuumaemcs
OOHUM U3 KIIOYe8blX Npedukmopos peyuousa AKP; nayuenmwvr ¢ Ki67 <10% mozym
npeocmasisims  coOou NOOSPYNny NAYueHmo8 ¢ OMHOCUMENbHO Oollee ONacONPUSMHBLIM
NpocHO30M. B ceasu ¢ omum y nayuenmos ¢ HUSKUM/NPOMEI’CYMOUHBIM — PUCKOM
peyuousa/npoepeccuposanus (1-1I cmaouu no ENSAT, RO-pesexyuonnwviii cmamyc u Ki67 <10%)

** moorcem ObIMb Upe3MEPHOU, C YUEmOM BO03MONCHLIX

A0BIOBAHMHASA mepanusi MumonianHom
HeoreelamelbHblx JzeKapcmeeHHblxpeaKuuﬁ. Ha cecoonsunuii oenw ne 6aﬂudu3up06aﬂo HU 00HO020
KIUHUY€eCKO2c0, cucmonamaoJiocuvdecKkozco uiu MOoJaeKyIsApHoco mapkKepa, KOmOpbllZ Obl docmoeepHo

npeockasvleéan peakyuro Ha mumoman™* [9].

B nacmosawee epems npooonxcaemcs npocnekmusHoe ucciedosanue ADJUVO &
omuowenuu nayuenmog c unoekcom Ki67 <10%. C yuemom omcymcmeus 00Cmo8epHuIX OAHHbIX
peuenue o 603MOACHOCIU NPOGeOeHUs A0BIOBAHMHOU Mepanuu MUMoOmarHomM™> y nayuenmos c
HU3KUM/RPOMEINCYMOUHBIM PUCKOM peyudusa/npozpeccuposanus AKP modcem Obimb npuHamo 6

UHOUBUOYATILHOM NOPsIOKe NPU HAAUYUY GaxKmopos Heb1a2onpusmHo20 NpocHO3d.

e 3.25. Pexkomenayercss rmanueHtaMm ¢ HeomepabenbHbIM  AKP,  Hamuunem
pacrpocTpaHEHHOTO METACTaTUYECKOI0 MPOoLecca MOCe PE3EKIMH MEPBUYHON OIMYXOJIH,
OBICTPBIM MPOTPECCHPOBAHNEM 3a00JIEBAaHHS IPOBOJUTH IIUTOTOKCHYECKYIO TEPAIHIO 110
CXEMe€ TOMO3U™*, #IOKCOPYOUITUH™**, #IUCTUTIATUH™* (pEKUM MPUBEJICH B TaOIHIE 7) —
Ha (hoHE MPOJIOIHKAOLIETrocs MpUeMa MUTOTaHa*™ exXeHEBHO B Jj03€, oOecreunBaroei
€ro cojep>kaHue B CHIBOPOTKE KpOBM Ha ypoBHE 14-20 MKr/am 0e3 mepepbiBa MEXIy
uKiamMu xumuotepanuu (cxema EDP-M) [93].

YpoBeHb yOeAUTEJBHOCTH PpeKOMeHAAUMii — A, YpPOBeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2

e PexoMeHayercss nanMeHTaM C HEBBICOKOW OINYXOJIEBOW HArpy3Kom M MENJICHHOU
MPOTPECCUEN PAaCCMOTPETh BOMPOC O MOHOTEpPANUU MHUTOTAaHOM™* B KOMOWHAIUUA C
BO3MOXHBIMA MECTHBIMH IIUTOPEAYKTUBHBIMU WU PATUOJIOTHMYECKUMH METOJaMHU B

Ka4yecTBe MepBUYHOTO JieueHus (cM. takxke [Ipunoxkenue b Puc.2) [8,13,93,95].
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YpoBenb yOenuTedbHOCTH pekoMenaauuid — C, ypoBeHb /0CTOBEPHOCTH

A0KA3aTeabCTB — 4

Kommenrtapuii. [layuenmol ¢ neonepabenvuvim AKP, Hanuuuem pacnpocmpanéHuozo
Memacmamuyecko2o — npoyecca — Nocle  pe3eKyuu  NepeuyHou  ONYXonu,  OblICmMpLIM
npozpeccuposanuem 3a001e8anus OO0JIHCHbL NOJYUAMb YUMOMOKCULECKYI0 XUMUOMEPANUlo (CM.
maxoice [punosxcenue I'l Tabn. 15-17).

B meuenue onumenvnozo epemenu cuumanoco, umo AKP saensemca cmoukum K
cmanoapmuou yumocmamuyeckou xumuomepanuu. [87-91].

Cpeou 63pocvix nayuenmos Hauboee ¢ pexmusHbiM , N0 OAHHLIM PAHOOMUUPOBAHHOZO
uccneoosanusi FIRM-ACT (FIRM-ACT ClinicalTrials.gov number, NCT00094497), npusnana
KOMOUHayus. 3monosuda™*, #ookcopyouyuna™* u #yucniamuna™*, una one nocmosinnozo
npuema mumomana** (cxema EDP-M). Hccreoosanue exarouano 304 nayuenma ¢
pacnpocmpanenuvim sapuanmom AKP. Ilpu cpasnenuu yacmomol omseema na mepanuio EDP-M
8 CpasHeHuu co cxemou cmpenmozomoyun+mumoman™* (S+M) noxazana oocmoeepro bonee
svicokas wacmoma omeema wa EDP-M: 23,2% npomus 9,2% na S+M (P<0,001), u 6onvuiee
epems cmabunuzayuu 3aooneeanus (5 mec npomug 2), HO He NOKA3ALO 3HAYUMBIX DA3TUYUL 8
obwetl eviocusaemocmu (14,8 mec npomus 12,0) [93].

Tepanesmuueckue onyuu 011 demckou nonyiayuu nayuenmos ¢ AKP maxowce secvma
02PaHUuYeHbl U 6 YeloM coenaoaiom ¢ maxogvimu oas e3pocavix [132] Joxazamenvnas 6aza
OCHOBAHA NPEUMYULeCBEHHO HA Pe3yIbMmamax UcCied08anull ¢ yuacmuem 63pocivblx NAYUeHMO8;
uccnedosanus ¢ yiacmuem oemeil eOUHUYHbLE, XAPAKMeEPU3VIomcs Maislm 06vbemom ebloopku. B
uccneoosanuu ¢ yuacmuem 11 demeti ¢ pacnpocmpanenuvim AKP noanwiil unu yacmuunsiii omeem
docmuenym 6 81% cnyuaes (9 nayuenmos) npu npumenenuu npomoxona EDP-M na ¢hone
oocmudicenus mepanesmuueckou Konyenmpayuu mumomana** ¢ kposu [133]. Ilpomoxon EDP-
M ucnonv3yemcs 6 kauecmee I nuHUU NOIUXUMUOMEPANUU, 8HE 3ABUCUMOCTIU OM 603PACMA
nayuenma (cm. Tabn. 7). B kaunuueckou npakmuxe 0Jis 83pocivix nayuenmos ¢ AKP naubonee

4ACMOo UCNONIL3YEemCsl NePEblLL PedcUM 003UPOBAHUS, 8 OeMCKOU NONYIAYUU — 8MOPOLL.

Tabauna 7. Pe:xxuMbl NOJIMXHMHOTEPANIUH, UCIIOJIb3yeMble B KadecTBe 1 JIMHMHM Tepanuu

(cxema EDP-M)

KoMmnoneHT Tepanuu Pexum no3upoBanus

Iepsriii BapuanT [93] Bropoii BapuanT [134,
133]

Orono3un™* 100 Mr/m? B/B B 2-4 CyT 100 mr/m? B/B B 5-7 cyT
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#JlokcopyOuuMH™* 40 mr/mM? B/B B 1 cyT 20 Mr/M? B/BB 1 1 8 cyT

#lucrmaTun™* 40 mr/m? B/B B 3 1 4 cyT 40 mr/M? B/BB 1 1 9 cyT

MuTtotan** €XKeTHEBHO B 7103€, 00ecreunBarollel ero cojepxaHme B
CBIBOPOTKE KpoBH Ha ypoBHe 14-20 wMkr/am 06e3

NepepbiBa MCKAY HUKIAMU XUMHUOTCPAIIUA

Kypc xummnorepanuu nmoBTopsieTcst Kaxple 28 nHei

e 3.2.6. PexoMeHnmyercs manweHTam ¢ pacrnpocTpaneHHbIM AKP B kauectBe Tepanum 2
JUHUMA KOMOWHamusg #HremMuutabuHa** u  QTopnupuMuauHOB (#pTOopypaunn™* wumm
#ramenuTabuH**) — Ha (hOHE MPOIOIHKAIONICTOCs IPUEeMa MUTOTaHa™™* eXKEHEBHO B 103¢,
obecreynBaroleil ero cojepKaHue B ChIBOPOTKE KpoBU Ha ypoBHe 14-20 Mkr/mMm 6e3
nepepbiBa MeXIy LUKIaMu Xumuorepanuu [94].

YpoBenb yOenuTeJIbHOCTH pekoMeHaaumii — B, ypoBeHb JocTOBepHOCTH
A0KA3ATEJIbCTB — 3
Kommenrapmii. Peoxcumvr  xumuomepanuu, npumensemvie 60 2 JUHUU JledeHUs

PACRPOCMPAHEHH020 PAKA KOPbl HAONoYeuHuKo8 npedcmasienst 6 Taon. 8 [94].

Taﬁ.lmua 8. PeskumMbl MOJIMXUMHUOTEPAIINU, UCITOJIB3YEMBIC B KAY€CTBEC 2 IUHUHU TEepalnuu

KoMmnoHeHT Tepanuu IlepBblil BApHAHT Bropoii BapuaHT
#I eMuuTaOUH™** 800 mr/m? B/B 1, 8 muu | 800 mr/m? B/B 1, 8 HH
Kaxaele 21 neHs Kaxaele 21 neHs
#OTOpYypamr** 200 mMr/mM? B/B €XeTHEBHO
70 IIPOrpeCCUpPOBAHUS
3a00JieBaHUs
#Kaneuurabun™* 1500  wmr/cyr  BHYyTph
€KETHEBHO 110
IPOTrpeCcCUPOBAHUS
3a00JieBaHuUs
MuTtotan** €XKeTHEBHO B J103€, 00eCIeUnBAOIIeH €ro CoAepKaHHE B
CBIBOPOTKE KpoBHM Ha ypoBHe 14-20 wMkr/am 06e3
nepepbIBa MEeX/1y LIHUKIAMH XUMHOTEpaIuu

e 3.2.7. PexomeHayeTcsl IPUHATH HHINBHUIyaTbHOE PEIICHHUE O BO3MOXXHOCTH MTPOBEACHUS
nonuxuMmorepanuu AKP B agblOBaHTHOM peXuUME y MAIlMEHTOB C BBICOKUM PHCKOM
peumauBa/mporpeccupoBanus (cM. Taxke [punoxenue b Puc.1) [8,13].

YpoBenb yOeauteqbHOCTH PpekoMmeHaammii — C, ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5
Kommenrtapuii. Pymunnoe nposedenue yumomoKCUyeckol noIuxuMomepanuu He

L!eﬂ80006p03H0, C YUemom PUCKO8 HeHCeNAME/IbHbIX 1EKAPCMBEHHbLX peam;uﬁ.
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Ha cecoonswmnuil denv, 0annvie 06 UCNONL306AHUU YUMOMOKCUHECKUX NPEnapamos 6
A0BIOBAHMHOM pedicume ocpanuuenvl. Tem He meHee, bonvuuHcmgo sxcnepmos Esponeiickoeo
obwecmea 3HOOoKpunono2os (European Society of Endocrinology) u ENSAT oodobpsiom
UHOUBUOYAIbHOE peuleHUue BONPOcd O B03MOICHOCMU nposedenus noauxumomepanuu AKP 6
A0BIOBAHMHOM — pedcuMe V NAYUEHMO8 C 6bICOKUM PUCKOM  Peyuousa/npoepeccuposamust

(nanpumep, Ki67> 30%, onyxoneswviii mpomb 6 HudxicHel noaot eene uiu R1-pezexyus).

HauueHmbz C R2'p€3€K1/}MOHHblM cmamycom OO0IICHDL pacemampueamscCil KAk nayuermal

¢ pacnpocmpanennvim AKP (cm paszo. 5.3.1 u Ipunoosicenue B Puc.2).

3.3. Unoe Jeuenune

3.3.1. JlucraHunoHHAas Jy4eBasi Tepanus

e 3.3.1.1. Nucranumonnas JyydeBas Ttepanus ([JIT) sBusercs meTomom BeIOOpa IS
NaJJIMaTUBHON Tepanuu npu Meractazax AKP B KOCTH 1 LIEHTpaIbHYI0 HEPBHYIO CHCTEMY.
Pexomennyercs mnanueHtam ¢ KocTHbIMH MeTactazamu AKP pemuts Bompoc o
MIPOBEICHUH NAJUTMATUBHOM JTy4€BOI TEpaIHH C EIbI0 YMEHBIIECHHS 00JIEBOTO CHHAPOMA.
JlydeBasi Tepanusi MOKET MPOBOAUTHCS PA3IMYHBIMUA PeXUMaMU (HPAKIIHOHUPOBAHUS —
24T'p 3a 6 bpaxumii 3a 2 Heaenu, 30I'p 3a 10 dhpakiwmii 3a 2 Hegenu, 8'p 3a 1 dpaxumto [8].
YpoBenb yOeauteqbHOCTH PpekoMeHaammii — C, ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5

Kommenrapmii. /[numenvnoe epemss AKP cuumanca paouoneuyscmeumenvHou
onyxonvio. B nacmoswee epemsa uzeecmno, umo JJIT sensemca memooom evibopa O
nannuamugrou mepanuu npu memacmasax AKP 6 kocmu u yenmpanvHyio nepgnyto cucmemy (30—
40 I'peut). Uccrneoyromes 803MOHCHOCU KOHGDOPMHOU Ty4esoll mepanuu ¢ 3D-nianupoexoii kaxk
npu HepezekmabenbHblX opmax 3abonesanus, maxk u 6 Kawecmee OONOIHUMENbHO20 Memooa

MeCmHO20 8030€lCmBUsi NOC/le HepadukaﬂbHoeo XUpypcuiecKozco j1e4€eHusl.

e 3312 JJIT MOXeT NPUMEHATHCS B JOMOJHEHHE K TEpalid MHUTOTAaHOM™** Ha
WH/IMBUyaIbHOM OCHOBE y manueHToB nocie R1 pesekuuu. PekoMmenayercs naiueHTam
C JIOKAJIM30BAaHHOH cTaaMeil aJpeHOKOPTHKAIBLHOTO paKa IMOCJe BbIMOJIHEHUS
XHPYPTAYECKOTO BMEMIATEIbCTBA MTPH HAJTHYUHM MPU3HAKOB BEICOKOTO PUCKA JIOKAJTHLHOTO
perauBa  (TIONOKHUTENBHBIE Kpas pEe3eKIWH) PpEeHITh BOMPOC O TPOBEICHHUH

auctaHMOHHON 3D -koH(OpMHOMN JTydeBOil Tepanuu Ha JOXe yAaIEHHOM OMyXoiu B
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JIOTIOJTHEHHWE K Tepanuu MuToTaHoMm™*. 3D-koHdopmHas JiydeBas Tepanus Ha JIOXKE
omyxousu npooautcsi POJI 2I'p no COJI 50-60I'p 5 pa3 B Henenro [95-99].
YpoBeHb yOenutesqbHOCTH pekoMenaanuii — C, YpoBeHb J0CTOBEPHOCTH

J0KAa3aTeabCcTB — 4

e PexoMeHnayercsi manueHTaM C MPOTPECCUPYIOMIMM WM PELMIUBUPYIOIIUM TEUECHUEM
AKP B omoiHEHHE K XHPYPrHUYECKUM BMEIIATEILCTBAM PEUIUTH BOIIPOC O MPOBEICHUN
JIOKQJIBHOH JIy4eBOM TEparuu Ha 00JIACTh OIMyXOJH (B 3aBUCIMOCTH OT IMPOTHOCTUYECKUX
(bakTOPOB, JIOKAIM3ALUH OIYXOJIH, IPEANoYTeH I marrenta) [95-99].

YpoBenb yOeauteabHocTH pexoMeHgauuii — C, ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeabCTB — 4

KommenTapmii. /1o danuvim aumepamypol, npumenenue /IJIT cnocobno npedomspamums
MecmHoe peyudusuposanile, Ho He OKA3bl8aem 3HAYUMENbHO20 GIUAHUSL HA PUCK OMOAIeHHO20
memacmaszuposanusi u oouwyro ewvidxcueaemocms [95-97]. Hzeecmmno, umo umenno omoanenHwle
Mmemacmas3vl asaaomces npudurnou 40—60% peyuousoe AKP u oxkazvieaiom 3HauumenvHoe enusHue
Ha NpocHO3 nayuenma, u ux mpyoHnee 3¢gexkmueno neyums. Tem He meHee, npogurakmuxa
OCI0JCHEHUU, BbI36AHHLIX MECMHbIMU pPeyuousamu, ceudemenbcmeyem 6 noab3y JIy4esol
mepanuu. Aovioeanmuas JJIT mooicem Ovimb 0cobeHHO yenecoobpazHol y NayueHmos c
peszexyueti R1.

Kombunayus nyuesoti mepanuu u mumomana™* éuonozcuuecku obocrnosana [98, 99] u
B03MOJICHA, HO MOJicem Oblmb c853aHa ¢ Oonvueld moxcuuHocmovio. Hedonycmuma omcpouka
mepanuy MUMomanom™™* u/unu cucmemHnou xumuomepanuu uz-3a npogederus J{JIT.

Buvicokuti  puck unmpaonepayuonHHOU ONYXoneeol OucceMuHayuu He AGNAEMCs
nokazanuem k nposedenuto J[JIT.

Jnumenvnoe epems AKP cuumancs paouoneuyecmeumenvuoi onyxonvto. Ilo oanuwim
aumepamypwi, npumererue JJJIT cnocobno npedomspamums mecmuoe peyuousuposanue, Ho He
oKazvieaem 3HAYUMENbHO20 GIUAHUA HA PUCK OMOANIEHHO20 Memdacmasupo8anus u oouyo
svlocusaemocms [95-97].

Kombunayus nyuesou mepanuu u mumomana™* ouonocuuecku obocrnosana [98, 99] u
B03MOJICHA, HO Modcem Obimb céa3ana ¢ Ooavuel mokcuuHocmolo. Heoonycmuma omcpouka
mepanuy MUMomanom™™* u/unu cucmemHnou xumuomepanuu uz-3a npoeeoenus J{JIT.

Bvicokuii  puck uHmMpaonepayuoHHHOU ONYXO0ne8ol OUCCEMUHAYUU He SABTIAenCsl
nokasanuem x nposederuio [JIT.

3.3.2. 3amecTuTe/ILHAS TepaNus HAANOYEYHUKOBOI HEJOCTATOYHOCTH NMPHU JIeHeHUH

MHTOTAHOM**
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3.3.2.1. PexoMeHayeTcsi BCEM IAllMCHTaM, IIOJIYYaIOMUM TEPAIUI0 MHUTOTAaHOM™™,
MPOBOAWTH 3aMECTHTEIBHYIO TEpPANui0 HAIIMOYEYHHKOBOW HEJOCTAaTOYHOCTH. B  ciydae
TUIIEPKOPTHIIM3MA HEOOXOIMMOCTh MTPOBEICHUS 3aMECTUTEIHLHON TePATuu JIOJIKHA 00CYKAaThCS
UHIUBUAYAIbHO. ONTHUMAaJIbHBIMH TpErapaTaMu SIBISIOTCS THIPOKOPTH3OH™*. [Tpuem
MUTOTaHa** TPUBOJUT K WHAYKIIUH MMEYCHOYHOTO KIMPEHCA CTEPOUIOB U MOBBIIICHUIO YPOBHS
KOPTH30JI-CBS3BIBAIONIECTO TJOOyJIMHA B KpPOBH, B CBS3M C O3TUM HEOOXOIUMO MHHHMYM
JIBYKpPaTHOE YBEIMYCHHUE CTAHIAPTHON JI03bl 3aMECTUTEIBHOW TEepanuu HaAMOYCTYHHKOBOU
Hepocratounoctu [83-85, 93, 131].

YpoBenb yOenuTedbHOCTH pekoMenaaumii — C, ypoBeHb JI0CTOBEPHOCTH

A0Ka3aTeJbcTB — 4

KommenTapmii. 3avecmumenvuyro mepanuio HaONOYEYHUKOBOU HEOOCMAMOYHOCHIU,
00y CNI08NIEHHOU NPUEMOM MUMOMAHA™*, KAK NPABUNO, HAYUHAIOM C NEPBO20 OHSL €20 NPUMEHEHUSL.
Haubonee pacnpocmpanennoii cmpamezuell A6IAemMcst Cmapm mepanuu ¢ UCNOIb308aHUEM
NOIHOU 3AMeCmMUMenbHOU 003bl 2IIOKOKOPMUKOUOO8, KOMOPAs O0NHNCHA, KAK MUHUMYM, 8 084
pasza npesviuams CManOapmuyio (cm. makace paszo. 3.2.2). Anvmepuamuénas cmpameust
cocmoum 6 mom, 4mobOsbl HAYamev 3amMecmumenvhylo mepanuio 8 pedyyuposannoti 0osze — 20
me/cym  2uOpOKOPMU3OHA™™ ¢ nocmeneHHOU JcKanayueli 8 meyeHue HeCKOIbKUX Heoelb.

**

Cymmaphnas 003a 2uOpokopmuzoHa™* obviuno cocmaensem 50 me/cym, 0OHAKO HEKOMOPbLIM

nayuenmam mpeoyromcs cymoumnsvie 003vl 00 100 me.

He cywecmeyem naoesxxcrnozo nabopamopro2o mapkepa 05 onpeoenreHus: OnmumManibHol
003bl  2UOpoKOpmu3oHa. AdekeamHocmb — 3aMecmumenvHou  mepanuu  HA0No4e4HUKO8ouU
HeOd0CmMamoyHoCmy Ha (hone mepanuu MUMOMAaHOM™™ Q0NHCHA OCHOBLIBAMbCA HA NAPAMEmpax
KAUHUYECKOU KapmuHbl, MaKux Kaxk apmepuaibHoe 0asiieHue, nyibc, annemum, mouHoma/psoma,
OuHamuka maccel meia. B xauecmee ecnomozamenvHbiX OUOMAPKEPOS, NOMUMO KIUHUYECKOU

KapmuHwl, mo2ym yuumseieamuocsi konyenmpayuu AKTI u kanus kposu.

IIpu npucoeOurenuu UHMEPKYPPEHMHBIX 3A001€8aHUL, cmpecce (NCUXor0cudecKue Uil
msdicenvle usuyecKue HazpysKu) HeoOX00UMO YEeIudusams 003y 2IOKOKOPMUKouoos 6 1.5-3
pasa Ha 8pemsi ocmpoul Gaszvl 3a001e8aHUSL UTU MOMEHM 8030elicmeus cmpecca. B danvnetiuwem
yenecoobpasen 6036pam K 0ObIYHOU 3aMeCMUMENbHOU 003€, KOMOPYIO NAYUEHN NPUHUMAL 00
Oonesnu. B ciyuae HeBO3MOJNCHOCMU NEPOPANILHOLO NpUeMd THKOKOPMUKOUOO8 NO 1i00biM
NPUYUHAM, B03HUKHOBEHUS IIOOBIX OCIPLIX COCMOSHULL HeOOX0OUM NEpexo0 HA NAPEeHMEPATbHbII

nymo ux ggederuss. OnmumanbHbiM NPenapamom maxice A6Aemcs SUOPOKOPMUZOH™ ™.
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YV Hexomopuwix nayuenmos, nonyuarouux Mumomar™>>, mocym nabar00amsvcs CUMNMOMbL
MUHEPATKOPMUKOUOHOU HEeOOCMAMOYHOCMU  (2UNepKaiuemus, SUNOHampuemus, eUunomoHus,
c1abocmy), HeCMOMPS HA NPUMEHEHUe 2TIOKOKOPMUKOUOO8 8 NOIHOU 3aMeCmMUumenbHol 0oze. B
9MOM Cllyyae HeobX00UMO peuiums 8ONPoc 0 00basieHuu Kk mepanuu Giyopokopmuson™**a, c

yuemom KAUHUYECKOU KapmuHbsl, YPOGHA IJIEKMPOJIUMOE upeHuHa/aKmueﬂocmu PEHUHA N1A3Mbl.

[9].
3.3.3. AHTHpe30pOTUBHAS Tepanusi

e 3.3.3.1. Pexomenayercs mnanueHtaMm ¢ AKP u KOCTHBIMH MeTacTta3amMu IMPOBOJIUTH
aHTUpe30pOTUBHYIO Tepanuio [8,13].
YpoBenb yOeauresbHOCTH pexoMengauuid — C, ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5

KommenTapuii. Memacmasol 6 kocmu y nayuenmos ¢ AKP accoyuuposeansl ¢ HU3KUM
KauyecmeoM JHCU3HU U3-3a 00]1e6020 CUHOPOMA, 8 MAKJCe C BO3HUKHOBEHUEM NAMON0SULECKUX
nepelomMos, KOMApecCuu CRUHHO20 MO032a U 2unepkaivyuemuu. B xode Heckonvkux
panoomuzuposanHvlx ucciedosanuti Il gpazvl OvLio0 nOKA3aHo, WMo Ymo UHeUOUMOPbL KOCMHOU
pe3opbyuu, maxue Kak oOucgochonamvl u OenHocymad™*, sgppexmusnbl Yy nayuenmos c
Memacmasamu 8 KOCmu npu NepeudHbIX 310KaA4eCmeeHHbIX HO8000PA308aAHULL MOJIOYHOU JHCele3bl,
npeocmameinbHoll Jcenesnl, jeekux. JJocmamounvix 0anHvlx 015 nayuenmos ¢ AKP 6 nacmoswee
spems Hem. OOHAKO, OCHOBbIBAACL HA IMUX DE3VIbMAmax, jedenue nayueHmos ¢ KOCMHbIMU
Memacmasamu 100blX pakog ¢ NOMOwbI0 AHMuUpe30poMUGHO mepanuu cmaio oouenpuHsamou
npaxmuxotu. Ilosmomy y nayuenmos c¢ AKP u xocmueimu memacmazamu uyenecooopasHo
HazHayamv Oucgocghonamvl 6 neueOHbIX 003aX 8 COUemaHuu ¢ nompedieHueM Kaibyus U
eumamuna D.

Y nayuenmos ¢ AKP u eunepkopmuyusmom ommedeH HNOBbIUEHHBIU PUCK
2NIIOKOPMUKOUOHO20 OCHEONOpOo3a U OCMEONOPOMULECKUX NEPELoMO8. DMOll cpynne nayueHmos
yenecoobpasHo npogedenue  AHMUPe30pOMUSHOU  mepanuu C  UCNONb308AHUEM
«AHMUOCMEONOPO3HBIX 003» bucghocghonamos unu denocymaba™*. I[lockonvky puck nepeiomos
ObICMPO  CHUdICAEMCSE NOCe HOPMANU3AYUU YPOBHS KOPMU30AA 8 KPOBU, NPOOOJIHCEHUe
AHMUOCEONOPOMuUYecKoll  mepanuu  obbIYHO  He  mpebyemcs  nocie  KYRUPOBAHUS

cunepropmuyusma.

3.3.4. KonTpauenuus
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e 3.34.1. Pexomenayercss TaIMEHTKaM pENPOAYKTHBHOTO BO3pacTa, IOTYYarOIIUM
IUTOTOKCUYECKYI0 ~ XUMHOTEpAlHi0 W/HWIKW  TEepanuio MHUTOTaHOM™**  momoOpathb
s dexTuBHbIC MeTOIBI KOHTpanenuuu [100-101].
YpoBenb yOenuteJbHOCTH pekoMenaauuid — C, ypoBeHb JJ0CTOBEPHOCTH

J0Ka3aTeabcTB — 4

Kommenrapmii. [Jumomokcuyeckas xumuomepanuu u mepanus MUmomaHom™>*
ACCOYUUPOBAHBL C NOMEHYUATLHLIMU MEPAMOSEHHBIMU IPPeKmamu, 6 653U ¢ vem HACMmynjieHue
bepemenHocmu Ha (DoHe NPUMEHEHUs IMUX Memooo8 JeyeHus Npomueonokazano. Jna
npeoomepaujenus HacmynJjienus HedCenamenbHouU bepemennocmu nayueHmKkam
PenpoOyKmMuBHO20  803pACMA  YenecooOpasHo  NpumeHeHue  IPHEeKMuUsHbIX — Memooos
KoHmpayenyuu (cm maxaice pazo. 5.4).

Ha cecoonsawmnuii denv uzeecmmno, umo xnemxku AKP moeym sxcnpeccuposams
acmpozeHogvle peyenmopwul. Kpome moeo, 8 0oKIuHUYECKUX UCCIe008aHUAX ObLIO NOKA3AHO, YMO
ICMpO2eHbl  MO2ym —cmumyaupogams npozpeccuposanue AKP 3a cuem nepexpecmHbix
63AUMOOCUCMBUIL C CUSHAILHLIMU NYMAMU UHCYIUHON000OH020 (hakmopa pocma (IGF, insulin-
like growth factor). B cesasu ¢ smum npeonoumenue ciedyem omoasamv He COOEPHCAUUM

ICMPOCeHbl KOHMPAYEnMuHbIM npenapamam u bapveprvim memooam kowmpayenyuu [100,

101].

Z[I/ICTOTepaHI/ISI 1 00e300/IMBaHKUE HE IMPUMCHSIOTCA.

49



4, MeauuuHCcKAasi peaduaMTanus1, MeIUIMHCKHAE TIOKA3aHNsI U

NPOTUBOINOKA3aHUA K IPUMEHEHUIO METOI0B PeadnJInTaAlu

4.1. PexoMeHayeTcsl IPOBOIUTH peabunuTanuio mauueHToB ¢ AKP, opueHTHpysch Ha
o0Imye MPUHLIUIBl peadWIUTAIlMKA TALUEHTOB IIOCIE MPOBENECHHBIX XHUPYPTUUECKUX
BMEIIIATENIbCTB W/WIM XUMHUOTepanuu. Peabunuranus NanueHToB, ONEPUPOBAHHBIX IO
IIOBOZYy T'OPMOHAJIbHO-aKTUBHOW  OMyXOJM, JOJDKHA BKIHOYATh  MPOQUIAKTUKY
HAJINOYCYHUKOBOW HEJIOCTATOYHOCTH B MOCIEONepaliioHHoM nepuoze [13, 19, 24].

YpoBenb yOemureqbHOcTH pexoMenganmMii — C, ypoBeHb [J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5
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5. lIpoduiaakTuka U JMCNaHCePHOe HADJ/II0eHHe, MeIUIIMHCKHE TOKA3aHUs U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1. lIpoduaaxktuka AKP

[epBuunas npodpunakruka AKP orcyTcTByIOT.
Bropuunas mnpo¢unakruka mnporpeccupoBanus AKP 3akmrodaercss B HaanexalieM

JICYCHUH U PETyJIAPHOM 00CIICIOBaHMH MAIMEHTOB B IOJHOM 00beMe (cM. pasi. 3 u 5.2).

5.2. IlocaeonepannonHoe Ha00aeHne nanmueHTos ¢ AKP

5.2.1. Bcem manimenTam ¢ AKP pexomMeHnayeTtcst peryisipHoe oOcie0BaHIE, BKIIFOYAIOIICE
(1) BU3yanu3upylOIIUEe HCCIEIOBAHHS OPraHOB OPIOLIHOW TMOJOCTH, MAaJOro Tas3a, TPYIHOU
KJIETKHU, (2) nabopaTopHblE HMCCIEN0BAaHUS FOPMOHAJIBHOW OINyXO0JIEBOM cekpeuuu. B TeueHue
NEPBBIX 2-X JIET OT MOMEHTa IIOCTAaHOBKM JUAarHo3a I0CJE PaJAUKAIbHOIO XUPYPrU4eCKOro
JeYeHHs 00clIeIoBaHNe MPOBOIAT He peke 1 pasza B 2-3 mecsna, nanee — He pexxe 1 pazaB 3 — 6
MecsIeB B TeueHue mnocnenyomux 3x jer. Ilocne 5-tu ner 6e3peunauBHoro TeueHuss AKP
WHTEPBAJIbI MOTYT OBITh YBEJIUYCHBI 110 6-12 MECALIEB. B ciyyae
pacnpoctpaneHHoro/mporpeccupyromiero AKP pemenne 00 onTuManbHOW NEPHOAMYHOCTH
oOcrenoBaHus IPUHUMAETCS UHANBUAYAIbHO; KaK MPaBUIIO, OHO IPOBOAUTCS HE pexe 1 pas3a B

2-3 mecsa [1, 8, 9] (cm takxke Ipunoxkenue b Puc 1. U Puc. 2).

YpoBeHsb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5

KommenTapmii. Pecynsapnoe cmaouposanue o0nyxoneeo2o npoyecca 6 OUHAMUKE
HEO0OXOAUMO ISl CBOEBPEMEHHON KOPPEKIINH J1eYeOHOU MAKMUKY U NPOSHO3UPOBAHUSL MeYeHUs
3abonesanusi. OnpedeneHue pacnpoCmpaHeHHOCMuU ONyXoe8o20 Npoyecca — BbliGleHUsl JI0KO-
PEe2UOHAPHO20 peyuousd Uiu 0moaieHH020 Memacmazuposanus — nposooumcs Ha ochoganuu KT
neekux, KT unu MPT 2onoenozo mozea u oprownou nonocmu, cyunmuepaguu u MPT kocmeil,
18DAT-TIIDT/KT. [lo nacmoswezo 8pemenu Hem OnyOIUKOBAHHBIX UCCIE)08AHULL, NOCBAUJEHHBIX
ONMUMANbHOU nepuoouyHocmu oocredosanuss npu AKP. B ceésasu ¢ smum pexkomenoayuu
OCHOBAHbL HA MHeHuu sxcnepmos Eeponeiickozo obwecmeaa sndokpunonoz2os (European Society
of Endocrinology) u ENSAT.

Bcem nayuenmam ¢ AKP noxaszano pezynaproe npogederue 1ab0pamopHbix mecmos OJist
onpeoeneHUss 2OPMOHALHOU ONYX0Ne80l CeKpeyuu, Ymo cnocoocmeyem paHHeMmy BblAGIEeHUIO
peyuousa/npocpeccupogarus 3aoonedanus. OuesuoHO, 4mo OUOXUMUYECKOU OYeHKe, 8 Nepeyo
oyepedb, N0OeNHCaAm CmepouUoHble 2OPMOHbL U/UIU MemaboIumsl, KOMopble NPUCYMCME08all 80

8pems OUA2HOCMUKU UCXOOHOU onyxonu. Tem He MeHee, pAO IKCNepmos 1enecoodpasHo
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OYEeHUBAMb 8eCb CMEPOUOHBIL CNEeKMP KOPbl HAONOYEYHUKO8, mak Kak Hekomopwvie AKP moz2ym c

meuenuem 6pemMeHU USMeHAMb QYHKYUOHAIbHylo akmuerocms [9].

5.2.2. Bcem nanuentam ¢ AKP, mosydaronum Tepanuio MUTOTAaHOM™*, peKoOMeH/1yeTCs
peryJIIpHOE OIpEICICHHE KOHIICHTpAllMM MUTOTaHa** B kpoBW. llenmeBoit amama3oH
KOHLICHTPALMK MUTOTaHa** B kpoBH coctaBisieT 14 — 20 mxr/mn [8, 83, 102, 103] (cm. Takxke

[Tpunoxxenue A3).

YpoBeHs yoenuteabHocTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KAa3aTeIbCTB — 4

Kommenrtapuii. V3kuii mepaneemuueckuii ouanazon mumomana™* obycirognusaem
HeoOX00UMOCMb  Pe2YNAPHO2O0  MOHUMOPUPOBAHUSL €20 KOHYEHmMpayuu 6 niasme Kposu.
Onpedenenue ypogHs MUMOMAaHa™™> 6 niazme onMUMAaibHO NRPOBOOUMDb 8 YMPEHHUe YaChl Yepes,
no Kpatiineti mepe, 12 yacog om momenma nocieoHe2o e2o npuemd.

Ha cmapme unu npu 60306H081€HUL Mepanuu MUMOMAHOM™*, 00 mex nop, noka ezo
KOHYenmpayus He O00CMuela yeneeoco Yypoeus > 14 mxe/mn, credyem nposooumbv
MOHUmopupoganue He pexce 1 paza 6 3-4 Hedenu, 6 OanvHeliuiem nocie OOCMUINCEHUS U
CMabuIbHO20 COXPAHEHUSI MePanesmu4eckoli KOHYeHmpayuu 6 Kposu O0OCMAmo4Ho UsmMepsams
VposeHb Mumoman™* 6 niasme kasxcovie 4—12 nedenw.

Ha cmapme unu npu 60306H081€HUU mepanuu MUmMomaHom™>*, 0o mex nop, noka ezo
KoHyenmpayus <14 mxe/m1, yerecoobpasHo NPosoOUms NOCMENEeHHYI0 ICKALAYUo CYMOYHOU
003bl NPU HOPMATILHOU NEPEHOCUMOCTNU 00 OOCUIICEHUs. mepanesmuyecko2o ouanazoua. Ilpu
noobope OnMUMANbHOU 003bl MUMOMAHA™*  HeoOX00UMO Y4umsleams OCOOEHHOCU €20
GpapmakokunemuKku, 6  HACMHOCMU,  GbICOKVIO  JUNOPUILHOCMb,  00YCI0GIUBAIOULVIO
0enoHUpPOBaHUe 8 HCUPOBOL MKAHU U MedJleHHOe 8bIC8000IHCOCHUE 8 KPOBb 8 OdIbHEelIUUEM.

Bonvwuncmeo nayuenmos ommeuaem me unu unvie nooounvie d¢hghekmol mumomana™>,
BbIPAINCEHHOCMb KOMOPLIX KOppenupyem, KaK Npaguiio, ¢ e20 KOHYeHmpayuel 6 Kpoeu (cM.
makoice pazo. 3.2.2 u mabn. 6). Tem He menee, HeKoOmopbie HCeNYOOUHO-KUULEUHbIE NOOOUHbIE
aghghexmol (makue kaxk ouapest), nO-6uOUMOMY, 8 OOabuULell CIeneHlU KOPPeIUpyom ¢ RepopaibHOU
003UPOBKOLL, HeM C YPOSHeM 6 Nidsme, u ecmpedairomces yawe 8 navane nevenus [8, 83, 83, 102,
103]. Heowcenamenvhovle s61€HUs HEBPONOSUYECKO20 XAPAKMEPA HAUe BO3HUKAIOM NpU
npesvlienuu konyenmpayuu 20 mxe/mn [716-78]. [losmomy mHozue s3xcnepmol pekomeHoOyiom
noooepaicusams Konyenmpayuro 6 niazme Hudxce 20 mxe/mn. OOHaKo ecmov OaHHble 0 MOM, YMO

bonee gvlcoKUe YpPO6HU Mumomana™* e niazme maxowce mozcym ObImb cesa3anbl ¢ DoJlee 8bICOKOU
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3qb(ﬁ€Kmu6HOCWlbl0. KpOMe moco, HeKomopble nayueHmbvl He UCnsvlnbledrom Coomeemcmeyrouux

HedCelamenbHblX A6NeHUL 0axce npu ypoeHAX 6 njiasme 3Ha4umejlbHo ebluie 20 mx2/ma.

e 5.2.3. Bcem nanuentam ¢ AKP, mony4aronium Tepanuo METOTAHOM™**, peKOMeH/1yeTCs

peryisipHoe 00CieI0OBaHNE Ha MPEJAMET HEXeIaTeIbHbIX ABJICHUN, U CBOCBPEMEHHOE MX
neuenwue [76-78].

YpoBenb yoOenuTedbHOCTH pekoMenaauuid — C, ypoBeHb JI0CTOBEPHOCTH

J0KAa3aTeabcTB — 4

KommenTapuid. Ilomumo naonoueuHuko8ou HedoCmamoyHoCcmu jedenue Mumomanom™™
MOdHCEM  CONPOBOHCOAMBCS MHONCECMBOM HNOMEHYUATbHBIX HeNCeNameNbHblX AGNeHUll (cm
makdce pazo. 3.2.2 u mabn. 6). (Taba. 2). Bcem nayuenmam ¢ AKP, noryuarowum mepanuio
Mumomanom™*  HeobXo00umMo  npogoOumMb  pezyiapHoe  00ciedosaHue  HaA  npeomem
HexcenamenvHuix Aenenull (Taon. 8). Baxcnocmsb c60e8pemMeHH020 UX GbIAGNIeHUs U KYNUPOBAHUSA
ouesuona [9].

Ta6nauna 9. O0beM pery/isipHoro oocienoBaHusi Ha ¢GoHe TepanmuM MHUTOTAHOM™* [9, ¢

M3MEHECHUSIMH |
HUccaenoBanue YacroTa 00ci1e10BaHusA KomMmeHnTapuu
Omnpenenenne 1 pa3 B 3-4 nHenmenu no | TepamneBTHYECKUI AHANa30H
KOHLEHTpaluu JOCTHKEHUS KOHLIEHTPALlUd MUTOTaHA™™ B KPOBU
MHUTOTaHa** B IUIa3Me | TEpaneBTHYECKOTO 14 — 20 mxr/mn
KpOBH nuamasoHa; 1 pas B 4-12
Mecsia Ha done
JOCTHUKEHUS u
CTaOMJIBHOTO COXpaHEeHHUs
KOHIEHTpaluu
MHUTOTaHa** B IeJIeBOM
JMana3oHe
OOmmii (kmuHnyeckuit) | 1 pa3 B 3-4 Hemenu Ha | HeoOxoaumo MOHUTOPUPOBAHUE
aHaJIu3 KpOBU cTapTe Tepamnuu, jainee 1 | peakux, HO NOTEHLIHUATBHO
pa3 B 4-8 Henenb BO3MOXKHBIX HEKEIATENIbHBIX SIBJICHUH,
TaKUX KaK: JICHKOIICHHS,
TPOMOOIIMTONCHHUS, aHEMUSI
AHanu3 kpoBHu | 1 pa3 B 3-4 nHenmenu Ha | HeoOxomumo MOHUTOPUPOBAHUE
OMOXUMHUYECKUI cTapTe Tepanuu, janee | | MOTEeHIHMAIBHO BO3MO>KHBIX
oOmeTepaneBTUYECKUNA: | pa3 B 4-8 Heleb OCIIOKHEHMI  OT  OECCMIITOMHOI'O
AJIT, ACT, ITTII, MOBBIIIIEHUST ~ TpaHCAMHMHA3  W/WUIHU
menoyHas  ¢ocdarasa, I'TTII hice}

KpCaTHUHUH, MOYCBHHA,

KaJIui, HATpUid,
XJIOPUABL, o0mmit
0€JIoK, o0mui

OuMpyOuH, IIIOK032

ayTOMMMYHHOT0/TOKCUYECKOTO
rermatuuTa (MOBBIIICHUE MEYEHOYHBIX
(depmenToB Oonee SN MOBBIIIACT PUCK
MOpa)KEHUS TICUCHH U TPEOYET OTMEHBI
MUTOTaHa™**)
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Anamuz  kpoBu 1o |l pas B 3-4 mHemenmu Ha | HeoOxomumo MOHUTOPUPOBAHUE

OLICHKE HapyUIeHUI | cTapTe Tepamuu, jaainee | | MOTEHIMAIbHO BO3MO>KHBIX
JIUIIATHOTO obmeHa | pa3 B 4-8 Henenb TUIIEPXOJIECTEPUHEMHUH,
OMOXUMHYECKUH: JTUCIUMIUIECMHH, UX JICUCHUE
XOJIECTEPUH o0mIHiA,

JITIBII, JITTHII,

TPUTJIULIEPU B

UccnenoBanue ypoBHs | 1 pa3 B 4-8 Henenb Heob6xoamumo MOHUTOPHUPOBAHKE
TUPEOTPOITHOTO MIOTEHLIUAIILHO BO3MO>KHOI'O
ropmona (TTI) B BTOPUYHOTO TUIIOTUPEO03a,
KpOBH, HCCIIE€JJOBaHNE IIPOBEJICHUE 3aMECTUTENIbHOIN Tepanuu
YpOBHS cBOOOIHOTO JI€BOTUPOKCHHOM HaTpus

TupokcuHa (cB.  T4)
CBIBOPOTKH KPOBH

UccnenoBanue ypoBHs | 1 pa3 B 3-4 Henenu MonuTtopupoBanue  1a00paTOPHBIX

aIPEHOKOPTUKOTPOITHO MapKepoB, JOTIOTHUTEIHHO

IO TOPMOHA B KPOBU UCTIOJTB3YEMBIX TUIst OLICHKHU
aJIeKBaTHOCTHU 3aMeCTUTEIbHON
Tepanuu TITFOKOPTUKOPTUKOUTHOU
HEJOCTATOYHOCTH

UccnenoBanue ypoBHs | 1 pa3 B 3-6 MecsiieB i o | MoHuTOpUpOBaHUE OMOXUMHUYECKOTO

peHuHa B KpoBH [/ | moTpeOHOCTH Mapkepa, HCIOJIb3yeMOro Hapsay C

Omnpenenenue KIIMHUYECKOU KapTUHOMN s

PEHUHOBOW aKTUBHOCTH BBISIBIICHUS ~ MUHEPAIKOPTUKOUIHON

TUTa3MBbI KPOBH HEJIOCTaTOYHOCTH

UccnenoBanme ypoBHs | 1 pa3 B 3-6 MecsitieB uiu 1o | BeisiBieHne 1ab0paTOpHBIX MapKepoB

00II1ero TeCTOCTepOHa U | MOTPEOHOCTH TUTIOTOHAIN3MA, npu HaJTUIUHI

UCCIIeIOBaHNE YpPOBHs | (B abIOBAHTHOM PEKUME) | KIMHUYECKOHM  KapTUHBI  MOKa3aHo

rio0ynHa, peleHre BOmpoca O 3aMeCTHTEIbHON

CBSI3BIBAIOILETO Tepanuu

MOJIOBBIC TOPMOHBI, B

KpOBH

JKenyoouno-kuwieunvie nobounvle 3¢hghekmuvl HepeoKu, 0COOEHHO 8 nepevle Mecsybl
mepanuu mumomanom™*. Ilodoepoicusarowas mepanus OOJIHCHA BKIIOYAMb NPOMUBOPBOMHbLE U
npomusoouapetiHvle npenapamol, eciu Heobxooumo. Cnedyem HOMHUMb, YO MOUWHOMA/PEoma
makace Mo2cym Oblmb NPUSHAKAMU HAONOYEYHUKOBOU HeOOCMAmMOYHOCMU, KOMopdas mpebyem
He3amMeOIumenbHo20 evenus. Basxcno ommemumo, umo KiouegublM (Pakmopom, GIUAIOWUM HA
00CMUMICEHUs MEPAneemu4ecKkoe0 Ouand3oHa MUmomana™* 6 nnazme, sGIAeMCA UMEHHO
nepeHoCUMoCms mepanuu.

B cnyyae pazeumus ymepenHuix NOOOYHbIX 3¢hhekmos co cmopoHbl YeHMPAaIbHOU HePEHOU
cucmemvt unu KKT 003y mumomana™* credyem cuusumo una 0.5—-1 2/cym u nposecmu
coomeemcmeyioujee  cumnmomamuyeckoe — aedeHue. B ciyuae  cepvesmwvix, HO  He
AHCUZHEY2OPOACAIOUWUX NOOOUHBIX 2 pexmos co cmoponbl LIHC unu n1o0wix HcU3HeyepoICarouux

no6ouHbIX 3¢hhekmos u / unu nosviuieHus yposusa epmenmos newenu > 8 5 pas, kpome I'TTII,
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HeobX00UMO BPeMeHHO HNpeKpamums npuem MUmomauma™* u nposecmu coomeemcmsyroujee

** 6 pedyyuposaHHou 003e

cumnmomamuyeckoe Jiedenue. BozobHosienue npuema mMumomaua
(50-75% om nocneoneii 003vl) B03MONCHO NOCAE KYRUPOBAHUS NOOOUHBIX 3Phexmos nod
CMpOo2UM KOHMPOJIEM COCMOAHUA NAYUEeHmA.

Ha c¢one npuema mumomana™* 6o3mooicno pazgumue KIUHUYECKOU KAPMUHDbL
YEHMPAIbHO20 SUNOMUPEo3d, 8 CA3U ¢ em Heobxooumo pecynsapHoe onpeoenernue TTI, T4 cs. u
nposedeHue 3aMeCmumenbHoU mepanuu 1e60MmupoKCUHOM Hampua™** no noxazanusm.

Oyenka ypoeueti mecmocmepona u I'CIIIT 6 Ounamuxe, a maxdce npu pazeumuu
KAUHUYECKOU Kapmuubl 2SUNO2OHAOU3MA, SGJISemCcs ONpaOaHHOU V MYJHCUUH, NOJIYHAIOUUX
mepanuio  MumomaHom™>. B cayuae cumnmomamuxu 2uno2oHaousmMa 6 COYemaHuu co
CHUDICEHUEeM Mecmocmepona HeobXo0UMo paccmompems 0NPoC 3aMeCMUmenbHol mepanuu.

Auynukoswiti cmepoudozenes, KaxK u HCeHCKask penpoOYKMUSHAas QyHKyus, 8 yeiom, meHee
noogepoicenvl GIUAHUINO Mmumomana™**. OOHAKo y JiCeHWuH penpooyKmugHo20 803pacmad,
ROLYUAIOWUX MUMOMAH™™*, MO2Ym HAOII00AMbCA MHONCECMBEHHblEe KUCTbL AUYHUKOB.

T'unepxonecmepunemuss u/unu OUCTUNUOEMUSL AGTAIOMC YACMBIMU HedHCeNamelbHbIMU
AGIEHUAMU mepanuu  mumomanom™*. [unoarunudemuyeckas mepanus ¢ UNOJIbL30BAHUEM
cmamunom, HE memabonusupyemvix CYP3A4), pexomenOoosana nayueHmam, NOLYYAIOUUM
MUMOMAH™™>, ¢ yuemom npo2rno3a, KapOUOBACKYIAPHBIX PUCKOG U M. 1.

Pexomenoayuu no 3amecmumenvroi mepanuu cm. maxaice 6 Ilpunoocenuu A3.

5.3. Ilporuos

e 5.3.1. Jlng oneHKH TPOTHO3a M OMPECIICHUs ONTUMAIBHOTO JIEYeOHOTO ajJropuT™Ma Ha
MOMEHT ITOCTAHOBKH JTUAarHO3a PEKOMEHIyeTCsI YUYUTBIBATH CIICIyIONIe (DaKTOPBI: CTaIHS
3a00JIeBaHMsI, PE3CKIIMOHHBIN cTaTyc, uHAeke Ki67, aBTOHOMHAs CEKpeIHsi KOPTH30JIa 1
obee coctosiHue marenta [107-112,123,124].

Yposenb yOeaureabHocTH pexoMeHgauuii — C, ypoBeHb [10CTOBEPHOCTH

A0Ka3aTebCTB — 4

Kommenrtapuii. /Ipocnos AKP, 6 ochogrom, 3asucum om cmaouu 3abonesanus no ENSAT,
MaK Kaxk oHa ompadcaem pacnpoCmMpaHeHHOCMb  ONYX0le8o20 npoyecca: S-nemuss
sviocusaemocms npu I cmaouu cocmaensem 70-80%, npu I cmaouu — 60-70%, npu 111 — 20-40%,
npu IV — 0-10% coomeemcmeenno. Odwas, HePauICUPOBAHHASE NO CMAOUIM, NAMUICTIHSIA

svlacusaemocms xoneonemes om 16 0o 38%. Meouana odweti sviocusaemocmu npu IV cmaouu —

menee 12 mecsyes. [104-106].
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Ilo pe3ynomamam psoa uccanedosanuti [107-112], pesekyuounviti cmamyc u
nponughepamusnwiii unoexc Kib7 oviiu omuecenst k 8axicHvim npocnocmudeckum gpaxmopam. [lpu
pacnpocmpanenuvix opmax 3adonesanus (bonee 40% nayuenmoe HA MOMEHM NEPEUYHOL
OUACHOCMUKU) 3HAYUMETbHOEe OMPUYAmenbHoe 6lUsHUe HA CPOKU GbIJICUBAHUSL OKA3bI8AEN
cunopom eunepkopmuyuzma. Hakoney, odwee cocmosinue nayueHma s618emcsi 04e8UOHbIM

NPOCHOCMUYECKUM (hakmopom, 0cobeHHo 6 nodcuiom sospacme [112].

B 20152. epynnoii ENSAT npoeeden pempocneKmusHbulli aHAIU3 NPOSHOCMUYECKOU
sHauumocmu unoexca Ki67 npu AKP [123]. Omoenvho ananu3uposaiu Hemeykyio epynny om
ocmanbHoU Kak bonee comozennyro. Kpumuueckue snauenus unoexca Ki67 6vinu npunamol om 5
00 10%, 10-20% u 6onee 20%. Kax obwas, max u 6e3peyuousHas 8bloicusaemocms 00CMOBEePHO
OMAUYANUCL KAK 8 2ePMAHCKOU, MAaK U 6 obwel epynne npu nposedeHuu 00OHOpAKMOPHO20 U
MHO20hakmopHo20 — ananuza. B smom  uccnedoganuu  opyeumu  O0CMOBEPHLIMU
NPOCHOCMUYECKUMU PaKmopamu OKA3aIucy pasmep onyxoau U UHeasus eHoO3Hvlx cmpykmyp. Ha
OCHOBaHUU Ye2o OblIu chopmuposansl epynnvl pucka: ¢ unoekcom Ki67 oonvwe 10% u bonviue
20%, nanuuue 86eHO3HOU UHEA3UU ULU pasmep onyxoau 15-20cm npupasuaiuce kK mpemwell cpynne

pucka.

Mesicoynapoonoe uccredosanue unoekca Ki67 6 101 cnyuae AKP ¢ nomowwio
MPAOUYUOHHO20 MemOoOd NOOCHemda, 8 MoM Yucie — NePeCMOmp HeCKONbKUMU CReYUATUCAaMU,
a makaice ¢ NPUMeHeHueM Memood Yu@dposo2o anaiuza u300paxdceHull, NOKA3alo, Ymo umeemcs
pazobpoc pe3yribmamos, u OHU 3AGUCIM OM Memood. Aemopvl npuwiiu K 6vi600y, 4mo npu
noocueme unoexca Ki67 ¢ npumenenuem yugposoco ananuza uzoopadceHuil, 2pynnol NAYyueHmo8
co 3nauenuem unoexca kax 0-10-20%, max u 0-15-30% 0ocmosepro omauuanuco no npocHo3y,

K020a aHanu3uposanu oowyio vlocusaemocms [124].

Ilpu pacnpocmpanennom AKP (IV cmaoua no ENSAT, onpedensemas no Hanuuuro
OMOANEeHHbIX MeMAcmaszos, U/unu peyuous 3a001e6anus, He NOONeHCAWU XUPYPUYECKOMY
nevenuro 8 oowveme RO, u/unu R2-pezexyuonuviii cmamyc) OCHOBHbIMU NPOSHOCMUYECKUMU
Gaxmopamu, c6A3AHHBIMU C XYOUUM NPOSHO30M, AGNAIOMC PACNPOCMPAHEHHOCb ONYXOJIU,
eblcoKull  npoaugepamusnvii  unoekc Ki67 u  nioxo Kowmponupyemas — Onyxoneeds

cumnmomamuxa.

e 5.3.2. B xolte TMHAMHYECKOTO HAOIOJICHHUS PEeKOMEHYeTCsl ITepecMaTpruBaTh MPOTHO3

MPU KOKJIOM KOHTPOJILHOM BHU3HTE ISl ONPEICICHUS ONITUMAIBHOM TAKTUKH JieueHus. [1,

8, 9]
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YpoBenb yOenuTedbHOCTH pekoMenaauuid — C, ypoBeHb /0CTOBEPHOCTH

J0KA3aTeJLCTB — 5

Ilocne nposedenus padukanbHO2O XUPYPeULECKO20 Ne4eHUs 2IABHbIM NPOSHOCMUYECKUM
Gaxkmopom sensiemcs paxm peyuousa onyxonu. B ciyuae e2o 603HUKHOBEHUS NPOSHOCUYECKYIO
PO ueparom epems 00 Npocpeccuposanus, pacnpoCmpaHeHHOCHb ONYX0l1e8020 npoyecca u
pe3ekmabenbHoCmb.

Ilpu memacmamuueckom AKP, cnekmp npocHocmuyeckux ¢hakmopog exouaem
npoaugepamusnvii  unoexc Kib7, pacnpocmpanennocms  onyxoneso2o npoyecca, obujee
coCmosiHue NAYUeHma, OUHAMUKY NPOCPECCUPOBAHUS, OMBeMm HA JledeHue.

Baosicno ommemumo, umo oyenka smux ¢hakmopos 8 cOB0KYNHOCMU NO380.15em COeamy
JUWDb  NpedsapumenbHvle  6bl800bl, NPOSHOCMUYECKUE MHO2OAKMOPHbIe —CcUcmembvl 00

HacmoAweco 6peMeHU He pa3pa60maHbl.

5.4. AKP u 0epeMeHHOCTh

e 5.4.1. ITpu BBIABICHUH OIMyXOJIA C BHICOKHM 3JIOKAYSCTBEHHBIM MTOTCHIIMAJIOM BO BPEMsI
OepeMEHHOCTH, PEKOMEHIYeTCsl TIPOBEICHUE XUPYPTrHUECKOro JICYCHUs B KpaTyaiiine
CPOKH, BHE 3aBUCHMOCTH OT TpuMecTpa bepemernoctu [114,115].

YpoBeHnb yOenuteqbHOCTH pekoMenaauuii — C, YpoOBeHb J0CTOBEPHOCTH

A0Ka3aTeJbcTB — 4

Kommenrtapuii. Yuumvieas easicnocms 0Oblcmpoeo u paoukaibHO20 XUPYpSUUECKO20
Jleyenuss 015 oanvhelue2o npoeHosa npu AKP, onepamuenoe neuenue neobxooumo nposecmu 6
Kpamuauuue cpoKu om NOCMAHOBKU OUACHO3A U He3A8UCUMO Oom cpoka bepemennocmu. Ilpu
9MOM npedxicoespemennvie poovl (0COOEHHO 8 mpembeM mpumecmpe) u nomeps bepemeHHocmu
ABIAIOMCA OUEBUOHBIMU XUpypeudeckumu puckamu. QuesuoHo, ymo peuieHue 06 ONMUMANTbHOU
Maxkmuxe jeyeHust bepemMerHol NayueHMKU ¢ 8blCOKO8ePOSIMHBIM OuacHo30M AKP 0ondicHo 6bimb
KOJLIe2UANbHBIM, C ydacmuem MYTbMUOUCYUNIUHAPHOU KOMAHObL. OHO OONCHO YHUUMbIBAmb
NPOcHO3 3a001e8aHUsi U PUCK OISl mMamepu U Niodd 8 C6A3U C OCHOBHLIM 3a001e8aHUeM U
unmepseHyuoHHuoiMU npoyeoypamu. l[layuenmxa 0ondxcna 6bims UHGOPMUPOBAHA O BOZMONCHBIX
PUCKAX U NPeUMYUeCmeax Xupypeuiecko2o iedenus 60 8pemsi 6epeMeHHOCMU U OO0IHCHA NPUHAMb

yuacmue 8 UHPOPMUPOBAHHOM 0OCYHCOEHUU.

Ha cecoonsuunuii oenv nem ybeoumenvHvlX OAHHLIX OMHOCUMENbHO 0e30NaCHOCMU U
ONMUMANILHBIX CPOKO8 Hacmynienus 6epemennocmu npu AKP. Baoxcno ommemums, uymo

OCHOBHOU NpoOIeMoll A6Nslemcs 8 yelom Hebrazonpusmuwii npoeHos npu AKP, a maxoice
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BEPOSIMHOCMb  MO20, 4MO 0OEePeMeHHOCHb MOJCem Y8eauyums puck peyuousa. Hmeromces
ocpanuyenHvle OaumHvlie o mom, umo AKP, 6visignenHvili 80 8pems OepeMeHHOCmU UlU 6
nOCIEPO008OM nNepuoode, umeem Xyoulull npocHos, yem y nebepemennvix dcenwyun [113]. Boiia
BbIOGUHYMA 2UNOMe3a 0 MOM, YMO OepPeMeHHOCHb MOJCem CROCOOCMB08aMb pa3eumur 6oiee
azpeccusrnozo sapuanma AKP. B mo oce spemsn Pauline de Corbiere u coasm. [114-119] ne
BbIABUNU HE2AMUBHO20 GNIUAHUSA OEepeMeHHOCMU HA KIuHudeckoe medenue u npocnos AKP y
NAYUeHmoK, NpeosapumenbHo noayyusuux Haoxexcawee naeverue AKP. Oecpanuuenusamu
uccnedosanus AGAAOMC maaviil 00vem evlioopku (17 nayuewmox, 21 6Gepemennocms) u
PeMpOCNeKmusHblil OU3ALH, He NO360AI0WULL 0becneyums 00CMamouYHy0 00CMOBEPHOCHb.

B cés3u c kpatinum oegpuyumom dokazamenvhotl 6azvl no npobaeme bepemennocmu u AKP
HeoOX00UMO UHGOPMUPOBAMb NAYUEHMOK O 3HAYUmMeNbHOM pucke peyuousea AKP 6bonesnu 6
nepauvle 200bl NOCe NOCMAHOBKU OUACHO3A, A MAKICe O 803MOANCHOM npoepeccuposanuu AKP na

¢one bepemennocmu.

e 542 Hacrymnenue 6epeMeHHOCTH Ha ()OHE TEparuu MUTOTAHOM™* MPOTHUBOIOKA3aHO

[9].

YpoBenb yOeauresbHOCTH pexoMengauuid — C, ypoBeHb [10CTOBEPHOCTH

A0KA3ATEJIbCTB — 5

KommenTapmii. /Ipoonema npumenenus mumomana™™ 6o epems bepemeHHOCmu C843aHa
C NOMEHYUATIbHBIMU MePaAmo2eHHbIMU dhhekmamu, Komopvie Mocym O6vbimb 00YCl06IeHbL €20
NPOHUKHOBEHUEM Yepe3 NIayeHmy U aopeHoaumuieckum sgpgpexkmom Ha nioo. Ha cecoonsawmnuii
O0eHb OnYOIUKOBAHBI €OUHUYHBLE COOOWEHUS O CIYUAAX DepeMeHHOCIU NPU npueme MUMomaHa™>.
Daxmuueckoe omcymcmeue OOKA3AMENbHOU 0a3bl He N0360Jem cOelams OKOHYAMeNIbHble
66160001 0 6€30NACHOCMU JIeYeHUS MUMOMAHOM™™ 80 8peMs bepeMeHHOCU Ul CEA3AHHBIX C HUM
puckax. Ilayuenmka, nonyuarowas Mmumoman™*, 0ondxicHa 6vims npoungopmuposana oo smux
puckax u obecneuums d¢hGHexmusHy0 KOHMpPayenyuro.

Paccmompenue 6onpoca o nianuposanuu 6GepemenHOCMU B03MONCHO MOILKO NOCIE
npeKpaweHuss mepanuy  MUmMomaHomM™™ u CHudceHusi e20 KOHYeHmpayuu 6 Kposu 00
Heonpeoessemblx 3HaveHull (3mo modicem 3aname 3—12 mecayes).

B cnyyae nacmynnenus 6epemennocmu 60 pems mepanuu MUMOMaHoM™* nayuenmka 00xHCHA
ObIMb UHDOPMUPOBAHA O BO3ZMONCHBIX PUCKAX ONI5l NI0OA, C8A3AHHBIX C NPUEMOM MUMOMAHA™™,
U 803MOJICHBIX puckax npozpeccuposanus AKP na ghone ommenvt mumomana™*. B cnyuae, eciu

nayuermkia asceinaent COXpanumb 6€p€M€HH06‘mb, JledeHue Mumomanom™>> Cﬂedyem npekpamuniob

[9].
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6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH
MeaunuHckas moMolb, 33 UCKIOYEHUEM MEeIULIMHCKOMN MOMOIIY B paMKaX KJIMHHYECKON
arpoOanuu, B COOTBETCTBUU C (demepanbHbiM 3akoHOM oT 21.11.2011 Ne323-d3 (pen. Or
25.05.2019) «O06 ocHOBax 0XpaHbI 370pOBbs TpaxkaaH B Poccuiickoit @enepaiumy, OpranuzyeTcs

1 OKa3bIBaCTCA:

1) B COOTBETCTBHUH C ITOJI0KEHHEM 00 OpraHru3ali OKa3aHHA MCHHHHHCKOﬁ IIoMomu 110
BUaaM MGHHHHHCKOﬁ IIOMOIIIH, KOTOPOE YTBEPKAACTCA YIIOJIHOMOYCHHBIM (beﬂepaJ'IBHBIM

OopraHomM HUCIIOJIHUTEIbHOM BJIaCTH,

2) B COOTBETCTBMM C IIOPSAKOM OKa3aHUS IOMOIIM IO MPO(UII0 «OHKOJOTHUSY,
00s13aTeNIbHBIM JJIs1 MCTIOJIHEHMsI Ha TeppuTopun Poccuiickoii @enepanuy BceMu METUIIMHCKUMU

OpraHHU3aIHsIMHU;
3) Ha OCHOBE HACTOSAIIUX KIMHUYECKUX PEKOMEHIAITUI;

4) C YUYCTOM CTaHIAApTOB MCZII/IIII/IHCKOﬁ IMOMOIIH, YTBCPXKIACHHBIX YIIOJHOMOYCHHBIM

q)ellepaHBHBIM OpraHnomM HCITOJIHUTEIHLHOH BJIACTH.

IlepBuuHas cnenuanM3upoBaHHAs MEAUKO-CAaHUTApHas IOMOLIb OKAa3bIBAETCSA BpPaduoM-
OHKOJIOTOM M HHBIMU BpayaMU-CHELMAIUCTAMH B ILEHTpe amOyJIaTOpPHON OHKOJOTHYECKON
NOMOIIM JIMOO B TEPBUYHOM OHKOJIOTUYECKOM KaOWHETe, NEPBHUYHOM OHKOJIOTMYECKOM

OTACJIICHHUH, TOJTUKIIMHUYICCKOM OTACICHUH OHKOJOTMYCCKOro JUCIiaHcepa.

[Ipu momo3peHuN WU BBIABICHUHU Yy MalMEHTa OHKOJIOTMYECKOTO 3a00JIeBaHMs Bpadu-
TEparneBThl, BpauU-TEPANEBThl YYaCTKOBbBIE, BpauH OOIIEH MpakTUKU (ceMelHble Bpauu), Bpauu-
CIICHHUAINCTBI, CPEAHUC MCIUIMWHCKHUEC pa6OTHI/IKI/I B YCTAHOBJICHHOM IIOPAAKEC HAIIPaBJIAKOT
MalMeHTa Ha KOHCYJbTAIMIO B IEHTP aMOyJIaTOPHOM OHKOJOTUYECKOW MOMOIIU JHOO B
MEPBUYHBIN OHKOJIOTUYECKUN KaOWHET, MEePBUYHOE OHKOJIOTUYECKOE OTIEICHHE MEIUIIMHCKON
OpraHu3aluu JUisl OKa3aHUsl €My TMEePBUYHOM CIEeNHAIU3UPOBAHHON MEANKO-CaHUTApPHOU

IIOMOIIH.

Koncynbramus B 1ieHTpe aMOyIaTOpHOW OHKOJIOTHYECKOW MOMOIIH JIMOO B TEPBUYHOM
OHKOJIOTUYECKOM  KaOWHETe, TEepPBHYHOM OHKOJOTHYECKOM  OTIEJIIEHUH  MEIUIMHCKON
OpraHU3aIy JOJHKHA OBITH MTPOBEICHA HE MOo3JHee 5 pabounx JHEH ¢ 1aThl BbIIAYH HATIPABICHUS
Ha KOHCYyJbTaIuioo. Bpau-oHKOMOT 1IeHTpa aMOyIaTOpHON OHKOJIOTHYECKON momoIu (B ciaydae

OTCYTCTBHUSI LIEHTpa aMOyJaTOPHOM OHKOJOTMYECKOH IOMOLIM Bpau-OHKOJIOT TEPBUYHOIO
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OHKOJIOT'MYECKOI'0 KaOMHETa WM IEPBUYHOIO OHKOJOTHUYECKOTO OTAEICHUS) OPraHU3yeT B3sTHE
OuorcuiiHOro (OnepalMoOHHOr0) MaTepuana, a TaKXKEe OpraHU3yeT BbIIOJHEHHE HHBIX
JMarHOCTUYECKUX HCCIICAOBAHUM, HEOOXOIMMBIX JUIS YCTAHOBIICHHS JUarHo3a, BKIIOYas

pacinpoCTpaHCHHOCTE OHKOJIOTHUYCCKOI'o IIporuecca u CTaauro 3a00/1eBaHus.

B ciiyyae HEBO3MOXKHOCTH B3STHS B MEIULMHCKON OpraHH3allii, B COCTaBE KOTOPOM
OpPTaHW30BaH IEHTP aMOyJIATOPHOW OHKOJOTHYECKOW MOMOIIU (IIEPBUYHBIN OHKOJIOTUYCCKUUN
KaOWHET, IEPBUYHOE OHKOJIOTUYECKOE OTACNICHUE), OMOTICUITHOTO (ONepallnOHHOr0) MaTepHara,
MIPOBEJCHUS UHBIX JUArHOCTUYECKUX UCCIIEIOBAaHUHN MAI[MEHT HAIIPaBIISIeTCs JICUalIM BpauoM B
OHKOJIOTUYECKUI TUCIIAaHCEDP UM B MEIUILIMHCKYIO OPTraHU3aIUI0, OKA3bIBAIOIIYI0 MEIUIIMTHCKYIO

nomMouib nmanueHTaMm ¢ OHKOJIOTHYCCKHMU 3a00JICBaHUSIMHU.

Cpoxk BBINIOJHEHUSI TATOJIOTO-aHATOMUYECKUX HCCIICOBAHUN, HEOOXOIUMBIX JUIsS
TUCTOJIOTHYECKON BeprU(UKallMK 3]TI0KAaYeCTBEHHOTO HOBOOOpa30BaHUS, HE JIOJDKEH IPEBbIIIAThH
15 paGouux AHEH ¢ AaThl NOCTYIUIEHUS OMOTICUIHOTO (OMEePallMOHHOT0) MaTepHralia B MaToJIoro-

aHaTOMUYECKoe OI0po (OTIeneHue).

[Tpu moo3pennn 1 (MITH) BHISIBICHUH Y TTAIIMEHTAa OHKOJIOTHYECKOTO 3a00JI€BaHUs B X0O/1€
OKa3aHUsA €My CKOpPOM MEIULIMHCKOM IOMOIIM TaKUX IALIMEHTOB IEPEBOAAT WM HAIPaBIISAIOT B
MEIULUHCKUE  OpraHu3alliM, OKa3bIBAIOIIME MEAMIUHCKYIO IIOMOILIb  IMalUeHTaM ¢
OHKOJIOTUYECKUMU 3a00JIEBaHUAMHU, U1l ONPEJCIICHUS TAKTHUKU BEIEHUS M HEOOXOIUMOCTH
IIPUMEHEHHUs JIONOJHUTENIBHO JPYTUX METOAOB CHENUAIU3UPOBAHHOIO IMPOTHUBOOITYXOJIEBOIO

JICUYCHUA.

Bpau-onkosnor 1eHTpa amOyJaTOPHOM OHKOJOTMYECKOW IMOMOIIM  (IEPBUYHOTO
OHKOJIOTHYECKOT0 KaOHMHeTa, IEPBUYHOTO OHKOJIOIMUYECKOT0 OTAENICHUS ) HAallpaBJIIeT NalMeHTa B
OHKOJIOTUYECKUI JAMCIIAaHCEp WM B MEIULMHCKHE OpraHU3allii, OKa3bIBalOIINE MEIULUHCKYIO
MIOMOIIb TAllMEHTaM C OHKOJIOTHYECKUMH 3a00JIeBaHUSMM, JJIs1 YTOUHEHUS MarHosa (B ciiyyae
HEBO3MOYKHOCTH YCTAHOBJIEHHMS JHMarHo3a, BKJIOYas PacHpOCTPAHEHHOCTb OHKOJIOIMUYECKOTO
npoliecca U CTafuio 3a00J€BaHts, BpauOM-OHKOJIOTOM IIEHTpa aMOyJIaTOPHON OHKOJIOTHYECKOH
MOMOIIH, TEPBUYHOIO OHKOJIOIMYECKOro KaOWHeTa WM TEePBUYHOIO OHKOJIOIMYECKOTO
OTHENEHUs]) M OKa3aHUs CHEIMAIM3UPOBAHHOM, B TOM 4YHCJIE€ BBICOKOTEXHOJOTHYHOM,

MEIUITUHCKON MOMOIIIH.

Cpox Hauasa oKa3aHHs CIEIUATU3UPOBAHHOM, 32 HCKITIOUYEHUEM BBICOKOTEXHOJIOTHYHOM,

MGHHHHHCKOﬁ noMomu mnanueHTaM C OHKOJOTHYCCKHMU 3a00/ICBaHUSIMH B MGHHHHHCKOf/i
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OpraHu3alliy, OKa3bIBalOIlEed MEAMLMHCKYIO IIOMOIIb MAIMeHTaM C OHKOJOIMYECKUMHU
3a00JIEBaHUSAMH, HE JIOJDKEH IpeBbILIAaTh 14 KajleHAapHBIX IJHEW C JaThl TMCTOJIOTMYECKOU
BepU(UKALMU 37TO0KAYECTBEHHOTO HOBOOOpa3oBaHMsS WM 14 KaJeHIApHBIX JHEH C JaThl
YCTAQHOBJICHHsI IIPEJIBAPUTEIBHOIO JUarHo3a 3JI0KaueCTBEHHOIr0 HOBOOOpa3oBaHUs (B cCilydae
OTCYTCTBUS MEAMLIMHCKUX MIOKAa3aHUH U1 IPOBEICHHSI ATOJIOr0-aHATOMUYECKUX UCCIIeI0BaHUM

B aMOyJIaTOPHBIX YCIOBUSX).

Crnennanu3upoBaHHasi, B TOM YHCJE BBICOKOTEXHOJOTHYHASA, MEIUILIMHCKAs IOMOIIb
OKa3bIBACTCS  BpayaMHU-OHKOJIOTaMM, BpadamMu-paguoTepaneBTaMd B OHKOJIOTUYECKOM
JUCIIaHCepe WJIM B MEIUMLMHCKUX OPraHU3alMsaX, OKA3bIBAIOUIUX MEIMIMHCKYI0 IIOMOIIb
MAlMeHTaM C OHKOJIOTUYECKHMH 3a00JICBaHUSIMH, HWMEIONINX JIMIICH3WIO, HEOOXOIUMYIO
MaTepUaIbHO-TEXHUUYECKYI0 0a3y, CepTU(MHUIIMPOBAHHBIX CICIUAINCTOB, B CTAallMOHAPHBIX
YCIIOBUSIX U YCJIOBUSAX THEBHOTO CTAI[IOHAPA U BKIIIOYAET B ceOsi MPO(UIAKTUKY, JUATHOCTUKY,
JIeYeHHEe OHKOJOTMYECKHX 3a00JIeBaHMi, TPeOYIOMUX HCIIOIb30BAHUS CIIEIUAIBHBIX METOJOB U

CJIOKHBIX YHUKAJIbHBIX MCAUIIUHCKUX TGXHOJ’IOFI/II\/JI, a TaKKC MCIUIHUHCKYIO pea6I/IJH/ITaIII/IIO.

B MemuMiumHCKON OpraHu3aiuuy, OKa3bIBalOIIE MEIUWLIMHCKYIO IMOMOIIb IalMEeHTaM C
OHKOJIOTMYECKUMH 3a00JIEBAHUSAMU, TaKTHKa MEIMIMHCKOIO O0OCIeIOBaHUS U JICUECHUS
YCTAHABJIMBAECTCS  KOHCWIMYMOM  BpPay€l-OHKOJIOTOB W  Bpayer-paauoTeparneBTOB, C
MPUBJICYCHUEM TIPH HEOOXOJUMOCTH APYTMX Bpadei-crenuaiucToB. PemieHne koHCHIMyMa
Bpadeil odopmisieTcss MPOTOKOJIOM, MOMANMUCHIBACTCS YYAaCTHUKAMHM KOHCHJIMyMa Bpaded u

BHOCHUTCA B MCAULIMHCKYIO JOKYMCHTAIIUIO ITAIUCHTA.

Ilokazanusa [asd TOCHOUTAIU3alldM B prFHOCYTO‘IHHﬁ WU JTHEBHOM CTallUOHAp
MEIUITHHCKON opraHu3anuu, OKa3bIBaIOIIICH CIICMAJIM3NPOBAHHYIO, B TOM HHUCIIC
BBICOKOTCXHOJIOTUYHYIO MCIUIHWHCKYIO IIOMOINb I10 HpO(i)I/IJ'II-O «OHKOJIOTHA» OIPCACIIAIOTCA
KOHCHJINYMOM Bpaqeﬁ'OHKOHOFOB n Bpaqeﬁ-paz[HOTepaneBTOB, C TNPHUBJICYCHUEM IIpU

HCO6XO,Z[I/IMOCTI/I APyrux Bpaqeﬁ-CHCHHaHHCTOB.

Iloxa3anuem AJIA TOCIIHTAJIM3allMl B MEAUIMHCKYIO OpraHu3aluvio B 3KCTpeHHOI7I

WIH HEeOTJIOKHOM opme sIBJIsIETCA:

1) HaJIMYMU OCJIOKHEHUNM OHKOJIOTHYECKOTO 3360J’ICBaHI/IH, TpCGYIOH_[I/IX OKa3aHUugd CEMy

CHCLII/IaJIH3Hp0BaHHOf/'I MEIUIIMHCKOM OMOIIY B 3KCTpeHHOI>'I 1 HEOTJIOKHOMU (I)OpMC;

2) HalM4YMe OCJIOKHEHUH JIeUeHUs (XUPYPrUYecKOoe BMENIATEIbCTBO, JIydeBas Teparus,

JIeKapCTBEHHAs TEpanus U T.J.) OHKOJOTHYECKOTro 3a00JIeBaHus.
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Iloxazanuem JJIA roCliuTajin3daliii B MCIHUIMHCKYHO OpraHU3aluio B IUIAaHOBOM (bopMe

ABIIACTCA:

1) HGO6XO[[I/IMOCTB BBITIOJIHCHHUA  CJIOKHBIX HMHTCPBCHIHMOHHBIX JWMArHOCTUYCCKHUX
MCIUIIMHCKHUX BMCIIATCIIbCTB, Tpe6y10H_II/IX IMOCICAYIOLIETO Ha6J'IIOI[eHI/I${ B YCIOBHAX

KPYTJIOCYTOYHOTI'O MJIM JHEBHOI'O CTallMOHApa,

2) HamuMyMe INOKa3aHUM K CHEIUAJIM3UPOBAHHOMY IIPOTHMBOOIIYXOJIEBOMY JIEUEHUIO
(Xupypruyeckoe BMEIIATENIbCTBO, JIyueBasi TEPAIKs, B TOM YMCJIe KOHTAKTHAas!, TUCTAaHIIMOHHAS U
Ipyrue BUbI JTy4eBOW Tepamuu, JIEKapCTBEHHAs Teparus U Jp.), TpeOyroleMy HabIoIeHus B

YCIIOBUAX KPYTIJIOCYTOYHOI'O MJIM JHEBHOI'O CTAllKMOHApA.
Iloxa3aHueM K BbIIMCKE MALMEHTA U3 MeTUITUHCKOM OpraHu3anvu siBJIsI€TCs:

1) 3aBepieHne Kypca JSUeHUs], WJIM OJIHOTO M3 ATANOB OKa3aHUs CIEIUATN3UPOBAHHOM, B

TOM YHCJI€ BEICOKOTEXHOJOTHIHOM MEIUIIMHCKOM IIOMOIIH, B YCIIOBUAX

KPYTVIOCYTOYHOI'O HJIKM JHCBHOTO CTAalMOHApa IIPU YCIOBHUAX OTCYTCTBHUA OCJIOKHEHUM
JICUYCHU, Tpe6YIOHII/IX MGI[I/IKaMCHTO3H0ﬁ KOppCKIUH W/WIIH MCIUIMHCKHUX BMCHIATCIBCTB B

CTallMOHAPHBIX YCIIOBUAX;

2) OTKa3 MalnuMeHTa HUJIU €ro 3aKOHHOI'O MPCACTABUTCIIA OT CHCLIH&JIH?»HPOB&HHOIZ, B TOM
YHCJIE BBICOKOTEXHOJOTMYHOM MEIUIIMHCKOM IIOMOIIU B YCIOBUAX KPYIITIOCYTOYHOI'O WA
JHEBHOT'O cTamroHapa, yCTaHOBHeHHOfI KOHCHJINYMOM MEIHUITMHCKON OpraHu3anunu,
OKa3bIBaIoIIICH OHKOJIOTHYCCKYIO IOMOIIb MpPHU YCIOBHUHU OTCYTCTBUSA OCJIOKHEHHIM OCHOBHOTO
3a00JIeBaHUs U/HIIH JICUYCHUA, Tpe6YIOH_[I/IX MEIUKaMEHTO3HOM KOppeKInuunu W/MIHI MCIUIIMHCKHX

BMCIIATCIIbCTB B CTAIUOHAPHBIX YCIIOBUAX,

3) HeoOXOAMMOCTh IEpeBOJia TAIMEeHTa B JPYTYH0 MEAMIIMHCKYIO OpPTraHU3aIUio 0

COOTBETCTBYIOIIEMY NMPOGUITIO OKa3aHUS METUITMHCKOM TOMOIITH.

3aKIr04YcHuEe O I_ICJ'ICCOO6pa3HOCTI/I NnepeBoJia nmanuvcHTa B HpO(bI/IJ'ILHYIO MCIUIHUHCKYIO
OpraHru3alrul0 OCYHICCTBIACTCSA IMOCJIC HpCHBapHTCHLHOﬁ KOHCYJIbTalUU I10 MPCAOCTABJICHHBIM
MCIUIUHCKUM  JOKYMCHTaM /U nNpeaABapUTCIIbHOTO OCMOTpa IaMEHTAa  BpadyaMu

CIeIUaTuCTaMU METUITMHCKOW OpTaHU3aIlii, B KOTOPYIO INIAHUPYETCS TIEPEBOI.
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7. lonoaHuTeNbHASA HHOPMaIUs (B TOM 4yucjie (aKTOpPbl, BJAUSIONIAE HA

HCX0/1 3a00/1eBaHMsI HJIH COCTOSIHMSI)
@axropsl, BausomKe Ha TedyeHue u ucxon AKP, Bkiarouaror ciaepyromue:
1. PacmpocTpaHEHHOCTH OIYXOJIEBOTO MPOIIECcCa;
2. Jlokanu3anus MeTacTaTUYECKUX O4Yaros;
3. buonornyeckne 0coOEHHOCTH OITYXOJIH;
4. Pa3zBuTHe  HEXENATEIbHbIX  SABJIEGHUH  OpU  [pUEME  [penaparoB s

IIPOTUBOOITYXOJIEBOM TEPAINH.
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Kpurepuu onenku kayecTBa MeIUIIMHCKONH MOMOIIH

Tabauna 10. Kpurepuu oneHKH KavyecTBa MeIHIIMHCKOH MOMOIIH

Kpurepun kavyectBa

Onenka
BBINOJTHEHUS

BoinosnHneHo KT ¢ KOHTpacTHBIM yCUJIEHUEM OPraHOB OpIOLIHOMN MTOJIOCTH,
OIpeziesieHbl MJIOTHOCTh TKAHEBOIO KOMIIOHEHTa 0 KOHTPAcCTHPOBAHMUS
(HaTUBHAas), IUIOTHOCTh B TKaHEBYI (a3y KOHTpacTHPOBaHUS]
(apTepuanbHas ¥ BeHO3Has (a3bl),

[JIOTHOCTh B OTCPOYEHHYIO (uepe3 10 MUH. 1mocie BBeIEHUs KOHTpAcTa)
a3y koHTpacTupoBaHus ((paza BHIMBIBAHHUS).

Ha/Her

Brimomneno 18DI-TIOT/KT kak oauH U3 mapaMeTpoB KIMHUYECKOU
BepH(pUKallMy 3710Ka4eCTBEHHOr0 MOTEHIMAIa OIyXoJu, onpezaesneH SUV

Ha/Her

BrinosiHeHa cHUHTUrpadust KOCTed BCEro Tena IMpU MOJ03PEHHUU Ha
METAaCTATHYECKOE ITOPAKEHUE KOCTEH CKeJleTa

Ha/Her

B cinydae HeBo3MoxkHOCTH ITpoBeacHUS KT ¢ KOHTpacTHBIM yCHUIIEHUEM
BbinosiHeHO MPT  opraHoB OpromIHOM MMOJOCTH W 3a0PIOLIMHHOIO
[IPOCTPAHCTBA

Ha/Her

BrImoiHEHO OmpesiesieHue KOPTH30JIa B paHHUE yTPEHHUE Jackl Ha (poHe
nojaBisitolero tecra ¢ 1 mr gekcamerasoHa. llpu  orcyTcTBUHM
(bM3MOJIOTUUECKOTO  TOJABJIICHUS YPOBHS KOPTH30Jia B  KAdyeCTBE
moATBepkaaroliero tecra BoimosiHeHo onpeneneHue AKTIT B yrpenHue
Jachl.

Ha/Her

BrinonHeHo onpeaeneHue ypoBHeH MeTaHe(prHa U HOpMeTaHedpUHA B
CYTOYHOM MOY€ WM IUIa3MeE.

Ha/Het

BBIITOIHEHO OIpENeIeHue COOTHOLICHUS MEXAY YPOBHEM allbJOCTEPOHA
M aKTMBHOCTBIO pEHMHA IUIa3Mbl JUIS HCKIIOYEHHUS IEPBUYHOTO
CUIEPAIBIOCTEPOHU3MA IIPYM  HAJIWYUU Y [ALMEHTa C  OIyXOJbIO
HaII0Y€YHUKA ApTEPUAIIbHON THIIEPTEH3HH.

Ha/Het

BBIOTHEHO KOMIUIEKCHOE OMpeAeNieHUe KOHIIGHTPAIMH CTEePOUIHBIX|
TOPMOHOB OIPE/ICIICHHE BCTEPOUIHBIX TOPMOHOB CHIBOPOTKH KpPOBH:
MeruIpOdTUaHIPOCTEPOHa  Cyb(aTaleruApodMUaHAPOCTEPOH-CYIbdar,
17-rupoKkcUIiporecTepoHa, aHAPOCTEHANOHA, OOIIET0 TecTocTepoHa (V|
PKEHIIHH), 001ero scrpaauona 17-B-actpaanon (y My>XKYUH U KEHIIUH B
MeHonay3e), 11- 1e30KCHKOPTHKOCTEPOHA IE30KCUKOPTH3O0JI

Ha/Het

[TpoBeneHo cTaaupoBanue onyxoneBoro npoimecca mo TNM u ENSAT

Ja/Het

10.

BLI6paH n BBITIOJIHCH OINTUMAaJIbHBIN 00BeM ONIEpaTUBHOTO
BMEIIATCIIBCTBA

Ha/Het

11.

[Tpu Hanuuuu AKP u runepkopTuiin3Ma B MOCIEONEPALUOHHOM NIEPHOJIE
[poBe/IcHa 3aMecTUTeNbHAas Tepanus HaAMOYEUHUKOBOM]
HEI0CTaTOYHOCTH

Ha/Het

12.

BBIOTHEHO —MATOJIOr0-aHATOMUYECKOE HCCIIEOBaHUE OUOICUIHOTO
(omeparioHHOr0), BKJIIOYas MMMYHOTHCTOXMMHYECKOE HCCIIEI0BaHNUE.
[IpoTOKONT CONEPXKUT, KaK MHUHHUMYM, CIEIYIOUIYI0 HH(QOpMAIHIO:
KOJINYEeCTBO OaiioB 1o mkaige Weiss Wil MHOM 1IKane OauIbHOM OLEHKH|
3IOKAYECTBEHHOTO IOTEHIIMAla OIYXOJHU, MPOIU(EpaTUBHBIN HHAECKC
Ki67, peseknuoHHBI cTaryc (MHBa3Hs KallCyJbl OIYXOJNH, W/HIH
OKpYXarOIIMX TKaHEW, W/UIU IpUJIeKalluX OPraHOB UJIM €€ OTCYTCTBHE),

HAJIMYNC WJIIN OTCYTCTBUC ITOPAKCHUSA J'II/IM(baTI/I‘-ICCKI/IX Y3JIOB

Ha/Het
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Kpurepun kavyectBa

OuneHka
BBINIOJIHEHUSA

13.

HpOBeI[GHO FCHCTUYCCKOC KOHCYJIIbTUPOBAHUEC, IMMAallUCHTAM OCTCKOT'O
BO3pacTa BBIIIOJIHCHO MOJICKYJIIPHO-TCHETUYCCKOC UCCIICAOBAHNUE I'CHA TP
53

Ha/Her

14.

[lanrenTam ¢ BepuUUUPOBAHHBIM MATOMOP(OIOTHYECKH UATHO30M|
AKP npoBoiuTCs TEpanusi MUTOTAHOM™™ B aJIbIOBAHTHOM PEXHME

Ha/Her

15.

[Taniuentam ¢ HeomepabenbHbIM AKP, Hamumumem pacmpocTpaHEHHOTO
METAaCTaTUYECKOr0 MpOoIecca IOCie PE3EKIUU MEePBUYHON OIMyXOJiH,
OBICTPBIM MPOTpPecCCUPOBaHUEM 3a00JI€BaHUs TPOBOAUTCA XUMUOTEpaIus
Ha (OHE MPOJOIDKAOLIETOCS TMpPUEMa MHUTOTaHa** eXeIHEBHO B J03€,
oOecreunBaroIIel ero coJaep>KaHue B CHIBOPOTKE KPOBU Ha ypoBHe 14-20
MKT/7IM 03 IepepbiBa MEKIY MUKIAMU XUMUOTEPATUU

Ha/Her

16.

Bcem mnanueHTam, MOJIy4arOIIUM TEPANUI0 MUTOTAHOM™™, IPOBOAUTCS
3aMECTUTENIbHAS TEPANNs HaAIIOYEYHUKOBOM HEOCTATOYHOCTH. B ciryuae
TUIEPKOPTULIM3MA  HEOOXOAMMOCTh  IPOBEJEHUS  3aMECTUTEIbHOMN
Tepanuy J10JHKHA 00CYKIAThCsl HHAMBUYATIbHO.

Ha/Her

17.

[Tarmuentam C KOCTHBIMH MecTacTazaMu AKP MPOBOJUTCSA
aHTHpe3opOTHBHAs Tepanus /v JJJIT

Ha/Her

18.

C manueHTKaMu perpoIyKTHBHOTO BO3pAcTa IMIPOBE/IcHA PA3bsICHUTEIbHAS
Oecema o nmpobieme 6epemenHoctd 1 AKP

Ha/Her

19.

[lanueHTKaM pPENpOIyKTUBHOTO BO3pacTa, MOIYYarOlIUM Teparuio
MUTOTAaHOM™ ™ M/MJIM IIUTOTOKCUYECKYI0 XUMUOTEPAIIUIO0 PEKOMEH/10BaHb]
ONTUMAJIbHbIE METO/Ibl KOHTPALIETILIUU

Ha/Her

20.

Bcem mnanumentam ¢ AKP npoBoauTcs perynsipHoe 00cienoBaHUE,
BKIIIOYaronee (1) BU3yanu3upyoomlue UCClIeJ0OBaHUs OPraHoB OpIOLIHOM
[10JIOCTH, MaJIOTO Ta3a, IPyIHON KJIETKH, (2) 1abopaTopHbIe UCCIIEI0BAHUS
FOPMOHAJIBHOM OIYXOJIEBOM CEKpELUU

Ha/Het

21.

Bcem manueHTam, Mody4arollUM TEpanui0 MUTOTAHOM™*, MPOBOAMUTCS
PETYISIPHOE OIPEACIICHUE €0 KOHLIEHTpAalUd B KPOBU C KOPPEKLHEH
CYTOYHOM J103BI 11O IOKA3aHHUSIM.

Ha/Het

22.

BceM marueHTaM, MOMydYalolUM TEpParmui0 MUTOTAHOM™™, MPOBOJIUTCS
peryisipHoe oO0CieoBaHME Ha TPEIMET HEXKeIaTeNbHBIX SBICHUU, WU
CBOEBPEMEHHOE UX JICYEHUE

Ha/Het

23.

Bcem marmentam ¢ AKP Ha OCHOBaHMM pe3yibTaTOB JWHAMUYECKOTO
HAOMIOIeHUsT M 00CIIeZIOBaHUS TPOBOJUTCS HEOOXOAMMAs KOPPEKIIHS]
IIEYEHHsI M TUIaHa JAJIbHEUIIEro BEJCHUS

Ha/Het
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IIpunoxenne Al. CocraB padoueii rpynnsl o pa3padoTke u nepecMorTpy

KJIMHUYECKUX PeKOMEeH Al

Menabunuenko INaauna AdanacbeBHa, 1.M.H., npodeccop, akagemuk PAH, 3amecturens
nupekropa Llentpa - upekrop MHcTuTyTa KimHHMYeckod 3HpokpuHonorun PI'bY «HMMUI]

SHAOKpHUHOJIOTUW» MuH3npasa Poccun

AnekceeB Bopuc SIkoBaeBu4, 1.M.H., mpodeccop, 3aMECTUTENb TEHEPAILHOTO AUPEKTOpa 0

Hayke PI'BY «HMMUIL] pagnonorunn» Munsnpasa Poccun

Bbeasuesuu Imutpuii I'epmanoBuy, 1.M.H., mpodeccop, raaBHbIA Hay4YHbIH coTpynHuKk OI'BY

«HMMUI] supokpunonorum» Munsapasa Poccnu

Cruiuau UBan CokparoBuy, 1.M.H., npodeccop, akanemuk PAH, upextop ®I'bY «HMUL]

onkonoruu uMm. H.H. bnoxuna» Munsznpasa Poccun

T'opoynoBa Bepa AnapeeBHa, a.M.H., npodeccop, Beaymwii HaydHbIH coTpyaHuk DI'BY

«HMMUL] onkonoruu um. H.H. binoxuna» Munsnpasa Poccun

Ky3nenoB Huxkoaaii CepreeBud4, 1.M.H., npodeccop, 3aBeayromuii otaenom xupypruun OI'BY

«HMMUL] snp0xpuHOnOorun» Munsnpasa Poccun

Boxsin Baran FOpukoBuY, J1.M.H., 3aBeAYIOIINNA XUPYyprUdecKuM oTaeraeHneM Ne2 (1narHocTuku

omyxozieit) ®I'bY «HMUL] onkonorun um. H.H. broxuna» Munsnpasa Poccun

KosnomeiineBa AJmHa AHApPeeBHA, K.M.H., 3aBEAyIOLIUMH JHEBHBIM  CTAallMOHAPOM
[Tomuknmuunueckoro otaenenuss MHUOU um. IILA. Tepuena - ¢umman OPI'BY «HMUAL]

paauonorun» Munsnpasa Poccun

Kykos Huxkouaii BaagumMmpoBH4Y, K.M.H., JOIEHT KadeIpbl OHKOJOTHH, T'€MaTOJIOTMU H
nydeBoi Tepanuu @PI'bOY BO PHUMY um. H.U. IIuporosa Munsapasa Poccun, pykoBOIUTENb
OTJIela ONTUMU3ALNHU JICUEHUS MOJAPOCTKOB M MOJIOJIEKH C OHKOJOTHYECKHUMH 3a00JIeBaHUSIMU

OI'BY «HMUL AI'OU um. Imutpus PoraueBa» Munsapasa Poccun

PocisikoBa AHHa AJjiekcaHapoBHA, Hay4yHbld coTpyaHUK PI'BY «HMULL sHI0KpuHOIOTHI

Munzapasa Poccun
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HeBoabcknx AJiekceil AJieKceeBHY, JI.M.H., 3aMECTUTENb JUPEKTOpa 110 eueOHoit MPHIL um.

A.®. Lpi6a - pumuan OI'bY «HMUL paguonorun» Munzapasa Poccun

HNBanoB Cepreii AnaroabeBu4, 1.M.H., npodeccop PAH, aupexkrop MPHI] um. A.®. [pi6a -
¢mwman OI'BY «HMULL paguonorun» Munzapasa Poccun

XaitsioBa Kanna BuaguMupoBHA, K.M.H., 3aMECTUTEIb JUPEKTOpa IO OpPraHU3alMOHHO-
Meroandeckoir pabore MPHI[ wum. A.®. Hpida - dwman OI'BY "HMUL] paguonoruun"

Munsgpasa Poccun.

I'eBopksan Turpan I'armkoBu4, 3amecturens aupekropa HUNU KOP ®I'BY OI'BY «HMULL

onkonoruu um. H.H. broxuna» Mun3znpasa Poccun

Kondaukt uurepecos:

ABTOpH ACKIIApUPYIOT OTCYTCTBHUC KOHCI)J'II/IKTa HHTCPCCOB.
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Ipunoxenue A2. MeTom0s10rusi pa3padoTKu KIMHAYECKUX PEKOMEeH Al

Hpe):[nar ACMBbIC KIIMHHUYCCKHUEC PCKOMCHAAIIMM, Ha HaCTOHLLII/IfI MOMCHT, SABJIAIOTCA
OCHOBHBIM  COTJIACUTCJIBHBIM  JJOKYMCHTAOM, PCTYJIUPYIOIIUM IIOJIOXCHUA HpaKTH‘leCKOfI

nesiTesibHOCTH Bpadel npu AKP.

Hacrosmue KimHudeckne pekoMeHJallMM HalpaBlieHbl Ha YJIydllI€HUE pe3yJbTaToB
JUArHOCTUKY U JICYEHHUS MTALMEHTOB C aJiPEHOKOPTUKAIbHBIM PAKOM.

Hacrosmue KnuHuueckre pekOMEHIALUU HE PACCMATPUBAIOT a0COIIOTHO BCE ACIEKTHI
po0JIeMbl U BO3MOKHBIE HCKIIIOUEHUS U3 TIPABUIL

Hacrosimue KinuHuyeckue pekoMeHJalMUd HE MOTYT TrapaHTHPOBATh OIpeeIeHHbIN
pe3ynbTatr U NpU ITOM OHU HE YCTAHABJIMBAIOT CTAHAPThI BEICHUS TAIIUEHTOB.

Hacrosmue Knuanueckue pekoMeH1aluy He MpeaHa3HAuYeHbl 1715 JICYEHHUS] KOHKPETHOTO
nanueHTta. Pemenune o0 oONTHManabHOM TaKTHUKE BEJEHMS KaXJOro NalMeHTa JOJKHBI
OCHOBBIBAThCSI HA pe3yJIbTaTax 00CIeI0BaHUS C YUETOM UHAUBHIYyalIbHBIX O0CTOSATENIBCTB.

Penxocts AKP  oOycnoBnuBaeT OOBEKTHBHBIE TPYAHOCTH M3-32  OTCYTCTBHUSA
IIPOCHEKTUBHBIX UCCIIEI0BAaHUMN JOCTATOUHON MOILIHOCTU U JOCTaTOYHOI'O OIbITA JICYEHUS ITOIO
3a00J1eBaHUs BHE CHEIMAIM3UPOBAHHBIX YUPEKICHUH, KOHLEHTPUPYIOIIHUX TaKUX MMAIUEHTOB. 3a
pyoexxoMm B TedeHue nocienHux 30—40 ner mpoBeneHbl KPYINHbIE, KaK MPOCIEKTUBHBIE, TaK U
PETPOCIEKTUBHBIE MCCIEA0BAaHUS, YaCTh U3 KOTOPbIX BKIHOYaIOT B ce0s 1o 500 maumentos. K
co’kajieHH10, B Poccun nccrnenoBanuii ¢ moJoOHbBIM 00b€MOM BBIOOPKH HE MPOBOAMIOCH. B cBsi3n
¢ 3TuM, Hacrosume KiMHMYeckre PEeKOMEHJIAIMM B OCHOBHOM OIMPAIOTCA Ha 3apyOexHYyIo

JAO0Ka3aTCJIbHYIO 633}7 H YUUTBIBAIOT S3KCIICPTHOC MHCHUC 3apy6e)KHBIX HCcIef0oBaTeNIeH.

B OCHOBY KIMHHYECKMX PEKOMEHJAlMi MOJIOKEHbl CYIIECTBYIOUIME KOHCEHCYChl U
kinHuYeckre pekomenaaiuu: (1) Knaccudukanus Beemuproii Opranuszanuu 3apaBooXpaHeHusI
(WHO) onyxoneit »HIOKpHUHHOW cucTteMbl, 4-¢ wusnanue, 2017 rom; (2) Knmauueckue
pPEeKOMEHJIallMi 10 JUarHOCTHKE U JIEYEHHIO aJpeHOKOpTHUKalbHOTO paka EBpomeiickoro
obmiectBa sH10KpHHOJI0rOB (European Society of Endocrinology), coBmectHo ¢ EBponeiickum
00IIeCTBOM I10 U3YYEHHUIO oryxosei HaanoueuHukoB (European Network for the Study of Adrenal
Tumors), 2018 rox; (3) Kiunudeckume pekoMeHAAMM 1O JHATHOCTUKE | JICYCHUIO
aJIpEHOKOPTUKATILHOTO paka, 2015 rox — a Takke OTeUeCTBEHHBIE U 3apyOeKHbIe HayYHbIE paOOThI

10 JTaHHOW MpoOsieMaTuKe.

MeTOIlbI, HCIIOJIB30BAaHHbIC JIJIsA cﬁopa/cenelculm A0KA3aTeJbCTB: IIPOBOANJIICA ITOUCK
B OJICKTPOHHBIX 0azax JaHHBIX 11O KJIFOYEBBIM CJIOBaAM, CBA3aHHBIM C AKP u COOTBETCTBYHOIIMMU
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pasaciaMn KIIMHUYCCKUX peKOMCHHaHHﬁ; IIPOBOAMJIACh OIICHKA KadeCTBa M PEICBAHTHOCTHU

HaﬁI[CHHbIX HNCTOYHHKOB.

Onncanue MeTOA0B, HCIOJb30BAHHBIX /I cOOpa/celeKUMH 10KA3aTeJbCTB:
JI0Ka3aTeabHOM 0a30i A peKOMEHIaui ABIAI0TCS MyOnuKanuy, Bomennme B KoxpaHoBcKyio
oubmuoreky, 6a3bl qanabix EMBASE 1 MEDLINE, e-library. ['my6una moucka coctasisiia 1o 40

JICT.

MeToabl, HCTIOJIB30BAHHbIE /1JIsl OLIEHKH YPOBHEH 1O0CTOBEPHOCTH 10KA3aTeJILCTB:
* KOHCEHCyYC 3KCIEepTOB;

® OI_[CHKa 3HAYMMOCTH B COOTBCTCTBHUU C YPOBHAMU JOKA3aTCIIbHOCTHU.

B cBs3u ¢ opdaHHOCTBIO 3a00J€BaHUS M OTCYTCTBHEM NPOCIIEKTUBHBIX HCCIIEOBAHUI
JOCTATOYHOM  MOIIMHOCTH  psAJ  PEKOMEHJALUMK  XapaKTepU3yercs HHU3KMM  yYPOBHEM

JOKa3aTCJIIbHOCTH I10 CI)OpMaJ'ILHOMy IIpHU3HAKY.

Tadauua 11. Illkana oueHKH ypoBHeH 10CTOBepHOCTH Aoka3ateabeTB (Y1) anas
METO/I0B JHATHOCTHKH (JUATHOCTHYECKMX BMENIATEIbCTB)

YA Pacmiugposka

1 Cucremarndeckue 0030pbl UCCIEOBAaHUN C KOHTPOJIEM pe(epeHCHBIM METOJI0M WU
CUCTEeMAaTUYEeCKUN 0030p paHJIOMU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN C
IMPUMCHCHUCM MCTAa-aHAJIM3a
2 OTtnenpHBIE WCCIENOBAaHUS C KOHTpOJEeM pedepeHCHBIM METOJIOM WM OTICNbHbBIE
PAaHAOMH3UPOBAHHBIC KIIMHHUYCCKUC HMCCICAOBAHUA W CHUCTEMATUUYCCKUC O630pI)I
UCCIEeIOBaHUM  mr000ro  au3aifHa, 32  HMCKIIOYEHHWEM  PaHIOMU3HPOBAHHBIX
KIIMHUYECKUX HCCHCHOB&HHﬁ, C IPUMCHCHUEM MCTa-aHaJIM3a
3 HccnenoBanus 6e3 moOcienOBaTENbHOTO KOHTPOJS pedepeHCHBIM METOJOM WITU
HUCCIICAOBAaHUA C pe(l)epeHCHI)IM METOAOM, HE€ ABIAIOIIMMCA HE3aBHUCHUMBIM OT
UCCIIeTyeMOro METO/1a UITM HEPAHIOMHU3UPOBAHHBIE CPABHUTENBHbBIE UCCIIEIOBAHMUS, B
TOM YHCJIC KOTOPTHBIC MCCIICAOBAHMA
4 He cpaBHHUTEIbHBIC UCCIIETOBAHMSI, ONTMCAHNE KIMHUYECKOTO CITydast
NwmeeTcs nuims 000CHOBAaHUE MEXaHU3Ma JCHCTBHSI MITM MHEHHE DKCIIEPTOB

(6}

Ta6muna 12. IIkaaa ouneHKH YpoBHel q0ocToBepHOCTH Aoka3aTtenbcTB (YJ) nas
MeTO/I0B NMPOPMWIAKTHKH, JedyeHUs1 M peadmautanuu (NpoPmiiakTuyecKux, JedyeOHBbIX,

peadnJINTAIlHOHHBIX BMEHIATEIbCTB)

YA Pacuiugposka

1 | Cucrematnueckuii 0630p PKU ¢ npumeHeHneM MeTa-aHaimu3a

2 Otnensasie PKUM u cuctematmdeckne 0030phI MCCIIEAOBAHHM JIO0OTO W3aiiHa, 3a
uckmouennem PKHU, ¢ mpuMeHeHneM MeTa-aHanmn3a
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3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCIIbHBIC HUCCICJ0BaHUs, B T.4. KOT'OpTHBIC
HCCICOOBaHUA

4 HCCpaBHI/ITeJIBHLIe HCCIICA0BaHUs, OITMCAHUC KIIMHUYCCKOr'O Cliydas Uik CCpHUU CIIy4acs,
HCCICOOBaHUA ((CHy‘Iﬂﬁ-KOHTpOHB))

S) Wmeetcst nuims 000CHOBaHHWE MEXaHHM3Ma JCHCTBHSI BMEIIATEIHCTBA (JIOKIMHHUYECKUE
MCCJICIOBAHMSI) WM MHEHHE DKCIIEPTOB

Tabauna 13. lIkasa oneHkn ypoBHel yoenurTeabHocTH pekoMmenaauuii (YYP) ais
MeTOHA0B NMPOPUIAKTUKH, TUATHOCTUKH, JeYeHUsI U peadmiuranuu (MpopuiakTHYIeCKHX,

AUATHOCTHYCCKHX, ﬂe‘leﬁHBIX, peaﬁHHHTaIII/IOHHLIX BMelIIaTe.]'ILCTB)

YYP Pacuiugposka

A CunpHas pekoMeHIalus (Bce paccMaTpuBaeMble KpUTEpUH I(PGHEKTUBHOCTH
(Mcxopl) SIBISIFOTCA Ba)XKHBIMH, BCE HCCIIEJOBAHUS HMMEIOT BBICOKOE WIIH
yIOBJIETBOPUTEILHOE  METOAOJIOTMYECKOe  KadecTBO, MX  BBIBOABI IO
MHTEPECYIONIMM HCX0JIaM SIBJIIIOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekomMeHaanus (He Bce paccMaTpruBaeMble KpuTepuu 3¢ (HEeKTUBHOCTH
(MCcXompl) SIBISIIOTCS BaYKHBIMH, HE BCE HCCICIOBAHUS WMEIOT BBICOKOE WIIH
yIOBJIETBOPUTEILHOE METOJOJIOTHYECKOEe KadecTBO H/MIIM HMX BBIBOABI IO
MHTEPECYIONIMM HUCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )
C Cnabas pexomeHaanus (OTCyTCTBUE I0KA3aTEIbCTB HAUISKAIIEro KauecTna (Bce
paccMmarpuBaeMblie KpuTepuu 3 (HEKTUBHOCTH (MCXO/bI) SBJISIOTCS HEBAXKHBIMU,
BCE MCCIIEJOBAHNUS IMEIOT HU3KOE METOA0IOTUYECKOE Ka4eCTBO M UX BBIBOJIBI IO
WHTEPECYIONINM HCX0/IaM He SIBJISIOTCS COTJIACOBAHHBIMHU)

Metoabl, MCNOIb30BaHHBIC A (POPMYJIHMPOBAHUS PEKOMEHAANMH — KOHCEHCYC
DKCIEPTOB.
JKOHOMUYECKHMII aHaJIM3: aHAJIW3 CTOMMOCTH HE TMPOBOAMWICS W MMyOJMKAalUU 10

(apMaKO’IKOHOMHUKE HE aHATN3UPOBAIIHCh.

MeToabl BAJIUAM3ALUN PEKOMEHIAIHI:
e Bnemnsas skcnepTHas OLEHKa
e BHyTpeHHss dKCIIEpTHAs OLIEHKa

Onucanue MeTOAa BAJIMAU3AIUN PEKOMEHIAM A

Hacrosimme pexomenganmu B NpeaBapuTENbHON BEPCUN PELEH3UPOBAHbI HE3aBUCUMBIMU
JKCIEpPTaMH, KOTOPbIE TOMPOCHIM MPOKOMMEHTHPOBAThb, MPEXAE BCEro, HACKOJIBKO
I/IHTepHpeTaHI/ISI J0Ka3aTcJIbCTB, JIC)KAINIUX B OCHOBE peKOMeHJIaI_[HfI, JIOCTYHHa JJIs1 IIOHUMAaHU .

KommeHnTapum, mnoiydeHHbIE OT SKCHEPTOB, TIHIATEIBHO CHUCTEMATU3UPOBAIUCH U
oOcyxanuch mpeacenaTeneM M wieHamu paboded rpynmbl. Kaxaplii myHKT oOcyxmaincs U
BHOCHUMBIC B pesym)TaTe 3TOTrO0 HN3MCHCHHSA B peKOMeH)IaHI/II/I peFI/ICTpI/IpOBaJ'[I/ICB. ECJ'II/I Xe

HN3MCHCHHUA HC BHOCUJINCH, TO PETUCTPUPOBATIUCH IPUYHMHBI OTKa3a OT BHCCCHUSA W3MCHEHHIA.
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JUIA OKOHYATEeIbHOM peJakUMu W KOHTPOJS KadecTBa PEKOMEHJALUU IIOBTOPHO
[IPOAHAIM3UPOBAHbl WIEHaMU pabouell TpyNIbl, KOTOPbIE NMPULUIM K 3aKIYEHHIO, YTO BCE
3aMEYaHusl 1 KOMMEHTapUU SKCIEPTOB MPUHATH BO BHUMAHUE, PUCK CHCTEMaTHYECKUX OINOOK

npu pa3zpaboTKe peKOMEHIAINi CBeJIeH K MUHUMYMY .

HeneBast ay iuTOPHUA JAHHBIX KIMHHUYECKHUX PEKOMEHIALMIi:
Bpauun-onkosoru (Bpauu-Xupypru, Bpauu-yposiorH)
Bpaun-3nnoxkpuHoIorn
Bpauu-panguorepaneBTbl

1
2
3
4. Bpauu-naToJaoroaHaToOMbl
5. Bpauu-tepaneBTsl

6

Bpauu obmieii mpakTuku

JuarHoctuueckre W Je4eOHble OMIMU B OTHOmIeHWM manueHToB ¢ AKP Tpebyrot

MYJIbTHAUCHUIUIMHAPHOIO MMOAXO0JA4.

IMopsiiok 00HOBIEHNS KINHUYECKHX PEKOMEH AUl

Mexanu3m  OOHOBJIEHHS ~ KJIMHUYECKUX  PEKOMEHJAIMKA  MpeaycMaTpUBaeT  UX
CHUCTEMAaTUYECKYIO aKTyalH3allIi0 — HE PEKE UEM OJUH pa3 B TPU Irofa, a TAKKe MPHU MOSBICHUU
HOBBIX JIaHHBIX C TMO3MIMM JOKA3aT€IbHONM MEIUIMHBI MO BONPOCAM JMATHOCTUKHU, JICUCHUS,
OpOPUIAKTUKH W peabWIUTallud KOHKPETHBIX 3a00JieBaHHWM, HAIMYUU OOOCHOBAHHBIX

JIOTIOTHEHU/3aMeuaHuil K panee yreepk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Ipunoxkenue A3. CipaBo4HbIe MAaTepHAJIbl, BKJIKYas COOTBETCTBHE
NMOKA3aHUH K NIPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMH MO NPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

PexoMeHIa1 MM 110 3aMeCTUTEJILHON Tepanuu NPy Je4eHHH MUTOTAHOM
1. AOGconoTHas HEJOCTATOYHOCTD INIFOKOKOPTUKOUIOB
e [IIOKOKOPTUKOUABIL: C HAYaJIA JIEUEHUSI MUTOTAHOM ™™ J103bl IPEBBIILIAIOT CTaHAAPTHBIE!
o I'unpokopTuzor™* 50-75 mr/cyT
e OieHKa aJeKBaTHOCTU 3aMECTUTEIbHOW TEpanuu IMPOU3BOJAUTCA 10 KIMHUYECKUM

KPUTEPHSIM, BKIIOYas apTepUalTbHOE JaBJIEHUE, MYJIbC, HATMYNE/OTCYTCTBUE AaIllIETHTA,

JUHAMHKY Macchl Tena. Takke HeoO0XO0AMMO NpPUHUMATh BO BHHUMAaHUE YPOBEHb

JIEKTPOJIUTOB KPOBH.

2. MuHepaJKOPTUKOMIHAS HEIOCTaTOYHOCTh PErYJSIPHO OLEHMBAETCS IO YPOBHIO
AJIEKTPOIUTOB KPOBH, KOPPEKIHUS — QIIyAPOKOPTUZOH**

3. T'mmoronamn3Mm y My»4rH OIICHUBAECTCA 110 KIIMHIHYECKUM TPOSIBICHUAM (3PEKTHIIbHAS
IUCYHKIUS W THHEKOMAacTHs), MOJTBEPXkAaeTcs pe3yibTaTaMH TOPMOHAJIBHOIO
o0cnieoBaHus, TpeOyeT 3aMeCTUTENIbHON TepamyH.

4. BropuuHbIli TUIIOTHPEO3 perysspHO oueHuBaerca no yposHio TTI, T4 c. (TTI —

HOpMa, CHH)KEHUE CB. T4 — CHIDKEH) U TpeOyeT 3aMeCTUTEIbHON Teparnuu.

PexomMeHnaauuu no npuMeHEeHUI0 MUTOTAHA B KauecTBe a/IbIOBAHTHOI Tepanuun
e HauanpHas 103a MutoTana™* coctasisiet 1 r/cyt (2 tabn/cyt). Kaxasie 3—7 nueit mpoBoauTcs
noBsiieHune Ha 0.5 - 2 r/cyT (c yu4eToM MmepeHoCuMocTr) A0 10361 4-8 r/cyT (8-16 Tabn/cyt), unu
JI0 MAaKCUMAaJIbHO NEPEHOCUMO J103bI; Mpenapat NpUHUMaeTcs 2 - 5 pa3/CyT BO BpeMsl €/bl.
o[ loBBITIICHHE JTO3BI PETYIIUPYETCS
o NEPEHOCUMOCTBIO TIperapara;
o JOCTUTHYTOM TepaneBTHUeCKoi KoHIeHTpanueit (14—20 MKr/mJr)
eO1ieHNBATh YPOBEHb MUTOTaHA** B KPOBU HEOOXOAUMO
o Kakaple 4—8 Hell 10 TOCTHKEHUS IIeIeBON 30HEI,
o P TOCTHIKEHHUH 1[EIEBON 30HBI KaXk/Ible 2-3 MeC B TeUeHHUe 2 JIeT, B JaIbHEUIIIeM
BO3MOXKHA OIICHKA Yepe3 Oosiee JIUTeIbHbIe HHTEPBaJIbI

eKinmHnyeckas u Tonuyeckas OleHKa MPOBOAUTCA HE pexke 1 pa3 B 2-3 Mecsua
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eHeoOxomuMo onpesesicHHe YpOBHS MHUTOTaHa** B KPOBU INPH BO3HUKHOBEHHH ITOOOYHBIX
a3 dexToB
o[Ipu BOBHUKHOBEHUU TTOOOYHBIX IP(HEKTOB:
o HE3HAYUTEIILHBIX/YMEPEHHBIX — MPOAODKUTh TPHUEM MHUTOTAH, IPOBOJIUTH
CUMITOMATHYECKYIO TePAITHIO;
o 3HAUUTENBHBIX — BEPHYTCS K TOCIEAHEH TMEPEHOCHUMON J103€, MPOBOJIUTH
CHUMIITOMAaTHYECKYIO TEPAIUIO;
o TSDKEIIBIX — MPEKPATUTh MPUEM MUTOTAaHA*™*, MPOBECTH CHEIU(PHUECKOE JICUCHHE

CHUMIITOMOB, 3aTCM BO300HOBUTH MI/ITOTaH**, HadyuyHasA ¢ MaJibIX 103.
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Ipuiaoxenue b. Anropurm aeiicTBuid Bpaya

Onyxo.b pezekTadebHa

/\

AnexparHag pesekims (RO) ComuutensHasd (Rx) win
/\ HenonHas peseximsd (R1)
Ki67<10 Ki67>10
A 4 A 4
Huzkwii nnn Bricokuii puck
MIPOMEIKYTOUHEIT penuauBa
PHUCK peliauBa \
v AnprOBaHTHAS TEpanug .
BozmoxaO MHTOTAHOM, BO3MO:KHA MutoTan +
MHTOTaH JIOTIOJTHUTENbHAS TEPaINA BoaMmoxkHO JUJIT

> Kaxneie 2-3 mecsiia Tomrndeckas 1 1adoparopHas JIMarHO CTHKA

-

/ 4 \a

Penmnnea Het MecTHBII pennanB MecTHBIi1 peninauB <6 Mec. WIn
v pacrpocTtpaneHHad opma —
MecTtHsrit penpaus > 12 Mec. CM. HEpE3EKTAOEBHAA OMYXO0JIb

Pucynok 1. Aaropurtm JieyeHusi npu pezexkradebHom AKP
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Onyxoan Hepe3eKkTadeIbHA WIH Nporpeccupopanne AKP

— : T

bes mpemme cTryromeit i ITomerTka i ITocne mpoBeneHHOM

agpropamrtHoir | JI LIUTOPETYKTUBHOTO i __________ aIbIOBAHTHOM

Tepanui MHTOTAHOM IL BMEIATENHCTBA i TEpaInui MUTOTAHOM
h 4 \|/

MutoTaH B MaKCHMAIIBHO brierpas nporpeceus

BO3MOKHOIT 1oze \

MHTOT;H +EDP

O6cegoBanue Kaxkele 2-3 Mecdia

A4
Perpeccus Hin cTaOHIH3aIs [Tporpeccus Tsaeneie nposBIeHIs
MECTHBIX CHMIITOMOB
i
]

W W W
Xupypruueckoe neucHue? Monmndukaunsa/cmMeHa | | Pagnoxupyprusa unn
IIpomomxenne Tepanuu IIXT PYUA
mutoranom +/- EDP

Pucynok 2. Anropurm JiedeHHs IPH Hepe3eKTa0eJbHOM HMJIHM NPOrpeccHpyomeM

AKP
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Ipuioxenue B. Uudopmanus 1J1 NaUMEHTOB

Pak kopbl HaamoyeyHuka, WM aJapeHOKoOpTHKAIBHBIA pak (AKP)-— penkoe
(opdannoe) omyxosneBoe 3aboieBaHHE, XapaKTepU3YIOILIeecs, KaKk MPaBUJIO, MO3JHUM CPOKOM
BBISIBJICHHS U, TP HECBOCBPEMEHHOM U HEMIOJTHOM JICYCHUH, HeOIaronpusTHeIM nmporao3om. AKP
MPUMEPHO B TOJIOBUHE HAOIIOJEHUN MOMKET COMPOBOXKAATHCS MOBBIIICHHBIM BBIJICJICHUEM B
KPOBb TOPMOHOB HaArmoue4HukoB [115].

AKP — oana u3 caMbIX peaKkux omyxoJied yenoBeka. Exxerogno BeisiBisitor 0,5-2 cimyyvas
AKP na muron HaceneHus. JKeHIIMHBI 0OJICIOT B 2.5 pa3a daiie MY»XYHH, CPSIHUN BO3pacT
nanueHToB cocraBiusger 46 ner. B Poccum AKP Buecen B Ilepeuens peaxux (opdaHHBIX)
3aboneBanuii Mun3apasa P®.

IMpuyunsbl pazutus AKP

[IpuunHbl BO3HMKHOBEHUA U mnporpeccupoBanust AKP, oueBuzmHo, 3akiitouarorcs B
reHernyeckux aedexkrax. OHU MOTYT 3aTparuBaTh HCKIIFOUUTEIHHO KICTKU KOPHI HAIIOUYSYHHKA,
U3 KOTOPBIX M Pa3BUBAETCS OMyXojb. B 3ToM citydyae 3a0oieBaHue 3aTparuBaeT TOJIBKO CaMOTO
nanueHTa U He Hacleayercs ero AetbMmu. ['opasmo pexe (3-5% ot Bcex cmydaeB AKP cpenu
B3pocibix mnarueHToB) AKP pasBuBaercs u3-3a BPOXKIEHHBIX TEHETHMUYECKUX Je(EKTOB,
IPUCYTCTBYIOIIMX BO BCEX KJETKax opraHuzMa. B stom ciyuae rosopsaT o paszsutuu AKP B
paMKax HacjeACTBEHHOTro cuHapoMa. Ha cerommsimamii nenb, AKP ommcan kak KOMIOHEHT
cienyomux cuHApoMoB: JIu-®paymenu, JInHya, MHOKECTBEHHON SHIOKPUHHON Heortazuu |
tuna, ["apaHepa (ceMeliHblii aIeHOMaTO3HBIN MOIKI03), koMiiekca Kapuu, bekBura-Baiinemana,
HelipopubpomaTo3a 1 Tuna. B ciywae, ecnm y mnaumenta BbisiBieH AKP B cocraBe
HACJIEICTBEHHOT'O CUHAPOMA, HEOOXOAUMO 00CIIEI0BaTh €0 KPOBHBIX POJCTBEHHUKOB U, IPEXK/IE
BCETO, JIETEH.

BaxHo orMeTuTs, uto cpeau Beex ciydaeB AKP B nerckom Bozpacte 80% 00yciioBiieHbI
BPOXKJICHHBIMA TEHETHYECKUMHU JlepeKTaMu, TPUBOMAIMIMMH K pa3BUTHIO cuHApoma Jlu-
®payMeHH.

UYerkoii cBs3um Mexay Bo3HUKHOBeHHEM AKP u 00pa3omM >KM3HM WM BHEUTHHUMH
dakTopaMu 10 HACTOSAIIETO BpEeMEHU HE OOHAPYKEHO.

IMposiBnenuss AKP

B 50-60% cnyqaes AKP comnpoBoxgaeTcsi MOBBIILIEHHOW MPOAYKIIMEW TOPMOHOB KOPBI
HaJIIOYE€YHUKOB, 2 UMEHHO:

1. TIFOKOKOPTUKOUIBI (KOPTH3O0J U KOPTHU30H);
2. MHHEPAJIOKOPTHUKOUIBI (AJTbJOCTEPOH, KOPTUKOCTEPOH H JIE30KCUKOPTHKOCTEPOH);

3. TOJIOBBIE TOPMOHBI (AaHIPOTEHBI U 3CTPOTEHBI).
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BbonpnHCTBO 0MyX0J1€i N301MPOBaHHO CEKpeTUpyeT KopTU30d (10 60%) ninu aHaporeHsl
B KOMOUHa1mu ¢ koptuzoiaom (30%).

XKanobpl manueHToB ¢ ropMoHalbHO-akTUBHBIM AKP onpenenstoTcss MOBBILIEHHOM
MPOAYKIMEH COOTBETCTBYIOIINX TOPMOHOB:

- Koptu3oia (0bmas cnabocTh, TOJOBHBIE 00JIM, OXKHUPEHUE, C THITMYHBIM OTIIOKEHUEM
YKUPOBOH KIIETYATKH B 00JIACTH JIUIIA, IIIEU, TPYIH, KUBOTA. JIUIO TIPU 3TOM BBITIISAUT OKPYTIIBIM,
JayHooOpa3HbIM. Ha niekax nosBiisieTcs mypIiypHbiil pyMmsiHell. Pyku u Horu Ha000pOoT CTaHOBATCS
TOHKMMHU U3-32 YMEHbILIEHUSI MacChl MbIIIIL. Ha Ko)ke MOsBISIOTCS yrpeBble BbIChINIaHus. PaHbl u
1ope3bl 3aKMBAIOT MeAJeHHO. Bo3HHMKaioT 00lM B KOCTSX M CKIOHHOCTh K II€peroMawm,
Oecruioie, MOBBIIIEHUE aPTEPUAJIBHOTO JAABJIECHUS U JIp.);

- aIbJIOCTepOHAa (MOBBIICHUE APTEPUAIBHOTO JABJICHMSI, CIA0OCTh MBIIII BCIEICTBUE
MOTEPH KaJus);

- TECTOCTEpOHa (POCT HEXKEJATEeNbHbIX BOJOC Ha Teje, NOHMKEHUE TemOpa rojoca,
YBEITUYCHHUE KJIUTOPA y >KEHIIMH, TTOBBIIICHUE KUPHOCTU U HEUUCTOTA KOXKH);

- OCTPOreHOB (MMIIOTEHIUS, YyBEIWYCHHE TPYIHBIX >KEIe3 y MYKUYMH, MaTOYHbIC
KPOBOTEUYEHHS Y )KCHIIUH B IIOCTMEHOIIAY3€).

I'opMoHanbHO-HEaKTUBHBIE OIyXoyid BeTpedaroTest B 40% ciydaeB U KOBapHbI IOTOMY,
YTO JI0JITO€ BpeMsl MOTYT HUKaK O ce0e He 3asBJIATh U B JaJIbHEHIIEM, IPU YBEJIMYEHUH pa3MEPOB
OITYXOJIH, TPOSIBISATHCS OOIUMHU HECTIEM(PHUUHBIMA CUMIITOMAMHU: JUCKOM(POPTOM MK OOISIMU B
JKUBOTE WJIH CIIMHE, OLIYIIEHUEM MEePETIOTHEHHS B )KMBOTE, HAJTMUYUEM 00bEeMHOT0 00pa30BaHUs B
OpIOIIHOM MOJIOCTH, ONPENEIIEMOI0 BpauoOM MM CAMOCTOSITENILHO MAallMEHTOM IIPU OLYTIbIBAHUU
JKUBOTA.

BoisiBsienne (quarnocruka) AKP

Iupokoe BHEAPEHUE B KIMHUYECKYIO MTPAKTUKY METOJIOB JTy4€BOM TUATHOCTHKH, TaKHX
KaK ynpTpa3BykoBoe uccienosanue (Y3U), xomnbiorepHas tomorpadus (KT), marHuTHO-
pezonancHas Tomorpadus (MPT), mpuBeno K pe3koMy YBEIMYCHHIO 4YHCIA CIyY9ailHO
BBISIBJICHHBIX OITyXOJIel HaanouyeuHuKkoB. Ciay4yailHO BISIBIICHHAS OITYXOJIb HAJAMOYEUHUKA MOKET
OKa3aThCs KaK TOPMOHAIbHO-HEAKTUBHOW, TaK U aKTUBHO MPOHM3BOAWUTH PAa3IHUHbIE TOPMOHBI
(cMOTpH BBINIE); UCXOUTh M3 PA3JIMYHBIX YaCTEW HAJMOYCUHHKA, OBITh 3JTI0KAYECTBEHHON WITH
nobpokauecTBeHHONW. Cpeaw BceX CiIydyallHO BBISIBJICHHBIX omyxosied Haamodeunnka AKP

BCTpEUaETCs MPUMEPHO B 4% ciryyaes.
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ITpu nono3penun Ha AKP npoBoautcs nabopaTopHas 1MarHOCTUKA, KOTOpasi 3aKJIF0YaeTcs
B BBISIBJICHUY TOPMOHAJIbHBIX HapYILIEHUH, XapaKTEPHbIX AJIs1 TOpMOHaIbHO-akTUBHOro AKP. Jlns
HOJATBEPXKICHUS/MCKIIIOYCHNUST ~ TOPMOHAJIBHOW  AaKTUBHOCTH  ONMYXOJH  PEKOMEHIOBAHBI
CJIEAYIOUINE METO/bI 1JAOOPAaTOPHON AUArHOCTUKH:

e OIpe/IeJICHNE KOpPTH30Jla B paHHME YTPEHHHME Yachl Ha (POHE IOAABIAIOIIEIO TecTa C
JEKCaMETA30HOM,;

eIIpU OTCYTCTBUH (DPU3MOIOTUYECKOTO IIOJABJICHUS YPOBHS KOPTH30Ja — OINpeAeIeHHe
aZIp€HOKOPTUKOTPOITHOIO TOPMOHA B YTPEHHUE YacChl;

® BCEM IAI[UEHTaM C BBISIBJICHHOM OITyXOJIbIO HAAIIOYEUHHKA JUUI UCKIIIOYECHMS JPYTrOd OIACHOU
OIyX0JIu — (hEOXPOMOLIMTOMBI, IIOKAa3aHO ONpeJesieHue HopMeTaHe(puHa U MeTaHeppuHa B
CYTOYHOM MOY€E WIH ILIa3ME;

e [IpY HAJIMYUM Yy MAIMEHTa C OIyXOJIbIO HAAINIOYEYHUKA apTEPUAIbHON TMIIEPTEH3UH IIOKA3aHO
ONpEIEIICHUE COOTHOLIEHUS MEXIY YPOBHEM ajbJOCTEPOHA U AKTUBHOCTBIO PEHMHA IIJIa3MBbl
JUTSL UICKJIOYEHUS IEPBUYHOTO THIEPATIBIOCTEPOHU3MA;

® [IpY MOAO03PEHUU Ha M30JUPOBAHHYIO WIM COUYETAHHYIO (C TMIEPKOPTUIM3MOM) OITyXOJEBYIO
TUIEPIPONYKIMIO IOJIOBBIX TOPMOHOB IIOKa3aHO OIPEAEIECHUE CTEPOUAHBIX TOPMOHOB
CBIBOPOTKH KPOBHU (JIETUAPOINUAHIPOCTEPOH-CYIb(at, 17-0KcUnporecTepoH, aHAPOCTEH IUOH,
TECTOCTEPOH, 17-B-3cTpaanon y My>KUMH U KEHILIUH B MEHOTIay3e).

Mertoasl JIy4eBOM JMAarHOCTUKU HA COBPEMEHHOM JTalle UMEIOT BayKHEHIIEE 3HAUCHUE [
JIOONEPALIMOHHOr0 MoATBepkAcHud nuarHo3a AKP. M ecnu Hamuuue NpsMBIX HPU3HAKOB
3JIOKAYECTBEHHOCTH  OIYXOJIM, TaKMX Kak IpOpacTaHWE B  OKPYXKAIOIIUE OpraHbl,
MeTacTaTUYeCcKOe MopakeHue JIUM(Ooy3i10B, EUEHH, JIETKUX, nenaeT quarno3 AKP npaktnyecku
OYEBHUIHBIM, TO UX OTCYTCTBUE CTaBUT 3a/1a4y 110 BBIABJICHHIO IIPU3HAKOB, XapaKTEPHbIX UMEHHO
JUISL 3TOU OITYXOJIH.

Komnbiorepnass tomorpagusi (KT)— «3050T0#1 cTanmapt» JyueBOW IHMAarHOCTUKU
OILyXOJIEW HAIIOYEUHHUKOB.

YabTpa3BykoBoe ucciaenopanue (Y3U) ucrnonb3yercss TOBOJBHO YacTO B KadyeCTBE
MEPBUYHOr0 JAUArHOCTUYECKOro merona. Y3M oyeHb XOpoIio OmpeAessieT OMyXojib, HO, K
CO’KaJICHHIO, HE BCET/1a MOKET TOYHO OIPENEIUTh IPOUCXOKACHUE 3TOH omyxonu. ¥Y3U moxer
OBITH HCIIOJIb30BAHO JJIi MEPBUYHOM JMAarHOCTUKHM OIYXOJeW HaAMOYeYHUKOB B Cilydae
HEBO3MO>KHOCTH BBITIOJIHEHUSI KOMIIBIOTEPHON TOMOTpaduu.

MarnuTHo-pe3oHancHass Tomorpapus (MPT) pekomennoBana naiasi MHepBUYHOU
JUArHOCTUKU OIlyXOJIEM HAAIIOYEYHMKOB, a TAKXKE I MCKIKOYEHHUS METAacTa30B B I'OJIOBHOM

mosre. MPT OGH&I{&CT BBICOKOM YYBCTBUTCIIbHOCTBIO B BBIABJIICHHUU OHYXOJICI‘;I HaAIIOYCYHHKOB,
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OLICHKH COCTOSIHUSI OIyXOJIM, B TOM YHCJE MOPaXEHHUs] COCEIHUX OpraHoB. OJHaKO TOYHOCTh
JaHHOTO MeToda Imoka Hike, uem KT.

Ocreocunnturpagus (cuuHTUrpadus KocrTeil) peKOMEHJI0BaHA MPHU TOJI03PEHUU HA
MeTacTa3bl KOCTEH CKeJleTa.

IMo3utponno-3mMuccuonHass tomorpadusi (I19T)c nesokcudroprirokozoit (DI
MoKa3aHa JJisi ONpEJEeIeHUs] CTaJUM W PACHPOCTPAHEHHOCTHU MPOIIECCa, a TAKKE B KAYECTBE
JUAarHOCTHYECKOTO METO/1a, MO3BOJISIONIETO OIMPEACIUTh 3JI0KAY€CTBEHHBIM MOTEHLUAT MPH
HEOOJIBIIINX pa3Mepax OmyXouH (110 4 cMm).

IyaxkuuonHasi ouoncusi B cnyuyae AKP He mmeeT moka3aHHBIX MPEUMYIIECTB, 00IaaaeT
HU3KOW YYBCTBHTEIHHOCTHIO, HEJOCTATOYHOW HH(DOPMATHBHOCTHIO M BBICOKOW BEPOSITHOCTHIO
OCJIOKHEHUH, TI0OITOMY €€ MPOBEJCHNE HE TTOKa3aHO.

Jleuenne AKP

Juarnoctuka u nedenne AKP 10mKHBI IPOUCXOAUTH C y4acTUEM Bpauda-3HIOKPUHOJIOTA,
Bpaya-Xupypra, Bpaua-OHKOJIOra, Bpaya-KIMHUYECKOW abopaTOpHON NWAarHOCTHKH, Bpadya-
paamosora B ClieUaIN3UPOBAHHOM YUPEIKICHUH/OTACIICHUY.

Haub6onee a¢d¢dekTuBHBIM METOIOM JICUCHHUS SBISETCS Xupyprudeckuil. [lpu BeisiBieHun
AKP Ha panHux cragusx 3a00jieBaHUS, KOTJa HET IPOPACTAHUS OMYyXOJIH B KU3HEHHO Ba)KHBIC
OpTraHbl U/WJIM MHOTOYUCIICHHBIX METACTA30B, OTIEPAIIHS SIBISETCS TIEPBBIM 3TAIIOM KOMITJIEKCHON
Tepanuu. Jlajnee nmpu OTCYyTCTBUU METACTa30B XUPYPTUUYECKOE JICYEHUE MOXKET OBITh JIOMIOJIHEHO
HazHayeHneM JIC B agproBaHTHOM pekuMe). PelieHue o JeuyeHnr NMpUHUMAeTCs Ha OCHOBAaHUU
ocobenHocTei omyxomu (mpex e Bcero, nuaekce Ki67) u teuenns AKP y qanHOro marueHTa.

B cnyuae Hamuumusi Metacta3oB Ha MOMEHT BblsiBiieHHs] AKP nin BO3HUKHOBEHHS UX B
JaTbHENIIIEM KOMIUJIEKCHOE JIEUEHUE JOJKHO BKIFOUATh U XUMHUOTEPAITHIO.

MHoOKeCTBEHHBIE METACTa3bl U/UITH MPOPACTaHNUE OMYXOJU B KU3HEHHO Ba)KHBIE OPTaHbI
Ha MOMEHT NOCTaHOBKM nuarHo3a AKP, xak npaBuio, He MO3BOJSIOT MPOBECTH aJEKBATHOE
XUPYPrUUeCcKoe JICUEHNE WM MOTYT MPUBECTH K CEPhE3HBIM OCIIOKHEHHSM BO BpeMs OTEepallvu.
[ToaTOMYy B TakoW CHTyalluu JICUEHNE HAYMHAIOT C XUMUOTEPAINH, YTO, B OOJIBIIMHCTBE CIyUae,
MPUBOANUT K YMEHBIICHUIO PA3MEPOB OIyXOJIEBBIX 0YAroB; J1ajie€ MPOBOJSAT ONEPALIHIO.

Hucranuuonnas sydeBas tepanus ([JIT) pekomennoBana B KadecTBe MaUIMATHBHOMN

tepanuu npu Metactazax AKP B KOCTH 1 IEHTpAJIbHYIO HEPBHYIO CUCTEMY.

TapreTtHas Tepanus B HacTOsILEE BpEMS HE PEKOMEHIOBaHA JIsl JICUEHUs NAIUEHTOB C
pacnpoctpaneHHbIM AKP, T.k. B psae nccieroBaHUl BO3MOXKHOCTU IPUMEHEHUS NPENnaparoB
TOro Kjacca MNpuU pacnpocTpaHeHHbIX ¢opmax AKP Obui  mpoaeMoHCTpUpOBaHbBI

HEYJIOBJIETBOPUTEIbHBIE PE3YIbTATHI.
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IIporuos

B nenom, mporno3 AKP ompenensiercss cBOEBPEMEHHOCTBIO BBISIBICHHS 3a00J€BaHUs,
3 PEKTUBHOCTHIO MPOBOAUMOTO JICUCHHSI U IPUBEP>KEHHOCTHIO MALMEHTA K TEPAIHH.

Jleuenne AKP sBisieTcst IUMTEIBHBIM M TPYJAOEMKHM TIPOIECCOM, TpEOyeT YCHUIUN He
TOJIBKO KOMAaHJIbl Bpayeil W camoro nanueHTta. [IpuBEepKEHHOCTh K JICUEHHIO, BBIIOJHEHHE
pPEKOMEH/IaMi TI0 CBOEBPEMEHHOMY OOCIIEJOBAHUIO W JICUCHHIO, KaK IPABUIIO, TO3BOJISIOT
nobutbes yimyudmenus wind  crabunmsanus AKP. Haumbonee HeOnarompusiTHBIA NPOTHO3
OTMEYAaeTCsl y TAalleHTOB, KOTOpble OTPHUIAIOT CBOE 3a00JeBaHME U HE BBIIOJIHSIOT

PEKOMEH Al JISHaIero Bpayva.
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IIpuioxkenue I'l. Kpurepun onenku orsera onyxosu Ha jJedyenne (RECIST

1.1)

Ha3Banue Ha PYCCKOM HA3bIKE: KpI/ITepI/II/I OLCHKU OTBCTA OIYXOJIM HA XUMHUOTCPAIICBTHUYCCKOC

neuenue (RECIST 1.1)
OpurunnaabHoe HazBanue: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)
Hcrounnk (myOauKanus ¢ BaJuaamuei):

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

HcTouHMK (HA pyCCKOM fI3bIKeE):

I'omGonerckuii BA, Jlaiiman Alll, HlanmueB AH, Bmamsumupckuiit AB, Mopo3zos CII (pen.):
Metomudyeckue PeKOMEHIAIMN 110 MPUMEHEHUIO KPUTEPHEB OTBETA COJIMIHBIX OIYXOJIeH Ha
xummorepanestuueckoe jeuenue (RECIST 1.1). Meroauueckue pekomenmaruu Ned6; 2018.

http://medradiology.moscow/d/1364488/d/no46 2018 recist_11.pdf

Tun: IlIkana onenku

Ha3na4yeHnue: orieHKa OTBETA Ha XUMHOTCPAIICBTUYCCKOC JICYHCHUC

Taoauna 15. Ouenka pa3MepoB 0CHOBHOI0 OIyX0JI€BOI0 04ara

[TonHe1i OTBET HcuesHoBeHme BceX IKCTPaHOAAIBHBIX IIEJIEBBIX 00Pa30BaHUM.
(Complete Response - CR) |Bce martonornveckue JuMQpaTH4ecKue  y37abl  JOJDKHBI
yMeHbIINThCA <10 MM MO KOpPOTKOW OCH B aOCONIOTHOM

3HAYCHUH.
YacTuuHbIN OTBET YMeHbIIIEHHE CyMMBbI HauOOJIBIIUX pPa3MEPOB OUYaroB OoJiee
(Partial Response - PR) yeM Ha 30%; gns  cpaBHeHHMs Oepercs TEpBUYHOE
HCCJIEI0BAHHE.
[TporpeccupoBanue e VYBeInuUYeHHE CYMMBbI HAHOOJIBITUX Pa3MEPOB HE MEHEE YeM
3aboneBanus (Progressive Ha 20 % 1o CpaBHEHHIO C BPEMEHHON TOUYKOW, UMEIOIIEN
Disease - PD) HAaUMEHBIIYI0 CyMMY HauOOJIBIINX pa3MepoB (HaIHP)

e (CymMa HanOOJIBIINX Pa3MEPOB JOJDKHA IEMOHCTPUPOBATH
a0COIOTHOE YBEIMUEHUE PAa3MEPOB HE MEHEE YeM Ha 5 MM.
e JlocToBepHOE MOSIBIEHHE HOBOTO OMYXO0JIEBOTO OYara

Crabunuzanus 3a00JeBaHUs Hecootserctue kputepusam CR wim PR npu orcyrctBuu PD.
(Stable Disease - SD)
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Taoauua 16. OueHka METACTATHYECKHUX 0YATr0B

Response - CR)

[Monusiii otBer (Complete | o

HUcuesnoBenue

BCEX

MM I10 KOPOTKOH OCH.

JOITOJIHUTCIIbHBIX

o4yaroB n

HOpMaJIM3alysl YPOBHs OIIyXOJIEBBIX MApKEPOB.

e Bce nuMdarudeckue y3ibl T0JDKHBI UMETh pa3mep meree 10

e Hopmanuzanus ypoBHS OIyXOJIEBBIX MapKepOB

Disease - PD)

[IporpeccupoBanue

3aboneBanus (Progressive

OJHOI'O MJIM HCCKOJIBKHMX HOBBIX O4aroB.

OI[HO3HaLIHaSI MporpecCua AOIOJHHUTCIIbHBIX OYaroB, ITOSABJICHHC

Tadoiauna 17. CymmapHasi oneHka 3a00/1eBaHHA

IleseBbie ouarn

HeneneBbie ouarun

HoBble ouarun

OO0muii oTBeT

ITomHEIN OTBET ITomHEBIN OTBET Her ITomabIi OTBET
ITomHEBIN OTBET YacTuuHBIN Her YacTUYHBIN OTBET
OTBET/CTAaOMIIBbHBIN
pouece
Ilonuelii oTBET Henb3s onieHUTH Her YacTUYHBIA OTBET
YacTUYHBIA OTBET Her Her YacTUYHBIN OTBET
MIPOTrPECCUPOBAHUS
3a00JIcBaHUS HAIIA
HENb3s OIICHUTh
CraOmipHOE Her Her CrabuiipHOC
3a00JIeBaHUE MIPOTPECCUPOBAHUS 3a0071eBaHue
3a00JIcBaHUS A
HENb3s OIICHUTh
Henn3s onieHnTh Her Her Henw3s onieHnTh
MIPOTPECCUPOBAHUS
3a00JIeBaHUS
[IporpeccupoBanue JIro6oe cocrossHue JIro6oe cocrosHUE [IporpeccupoBanue
3a001eBaHUs 3a00J1eBaHUs
JIro0oe cocTosiHrE [IporpeccupoBanue JIro6oe cocrosHuE [IporpeccupoBanue
3a00JIeBaHUS 3a00J1eBaHUs
JIro6oe cocrostHUE Jlto6oe cocrosiHuE Ectp [IporpeccupoBanue
3a0071eBaHus
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Ipunoxenue I'2. Kpurepuu ageKBaTHOCTH ONepaAllUU
Ha3zBanue Ha pycckoM sizbike: Kiaccudukanumii pesunyansabix omyxoier (R Kmaccudukarms)
OpurnnaabHoe HazBanue: Residual Tumour (R) Classification
Hcrounnk (myoaMKanus ¢ BajJuaamnue):
Brierley J, Gospodarowicz MK, Wittekind Ch (eds). TNM classification of malignant tumours.
Oxford, UK ; Hoboken, NJ : John Wiley & Sons, Inc., 2017.
Tun: [lkana oueHku

Ha3znavenmue: OLCHKAa aACKBATHOCTH XUPYPIrU4CCKOro JCYCHHUA I10 HEUH/I‘-II/IIO/OTCYTCTBI/IIO

pe3uayanbHON OMyXOJu

Ta6auna 18. Knaccupukaumii pe3uayanbubix onyxodeii (R Knaccuguxanust)

RO Pe3nnyanbHas omyxosib OTCYTCTBYET (IIOJHAs PE3eKLUsl ¢ OTCYTCTBUEM NPU3HAKOB
OMYXO0JIEBOTO POCTA)

R1 Pe3nnyanbHas omyxosib ONpenesiseTcss MUKPOCKONMMYECKH (MPU3HAKU OITyXOJIEBOTO
pocTa B Kpasix yAaJeHHOW TKaHHU)

R2 PesunyanbHas omyxonb ompenensercs MaKpPOCKONHWYECKH (OCTaTKH OIyXOJH,
MaKpOCKOIHUYECKH BUJMMBbIE BO BPEMsI OIEpaLIiH)

Rx Henmocratouno paHHBIX [Jisi ONpPEACIICHUS] PE3UIyAIbHOW OIyXoJid (OIECHUTH
a/IEKBaTHOCTh OIEPALIMU HEBO3MOKHO WJIM JIaHHBIE COMHHUTEIbHBI)
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