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Karwuesbie ciioBa
AZIPEHOKOPTUKAIIbHBINA pak
Cungpom Nuenko-Kymmnra
['unepkopTunA3M

Onyxoau HaAMOYeYHUKA



Cnmcok cokpameHui
AKP — aipeHOKOpTUKAJIbHBIN pak
AKTT — agpeHOKOPTUKOTPOIHBINA TOPMOH
APC — anbp10CTEpOH-PEHUHOBOE COOTHOLLIEHUE
JWVIT — nucraHnroHHas y4yeBast Teparus
NI'X — UMMYHOTUCTOXUMMUS
KT — xomnbrorepHas Tomorpadus
MPT — marHuTHO-pe30HaHCHas TOMOrpadpus
MDH — cuHIpOM MHO>KECTBEHHBIX SHJIOKPUHHBIX HEOILIa3Ui
III'A — nepBUYHBIN THIEPATIBAOCTEPOHU3M
H3T-18(I)I[F — MO3UTPOHHO-3MUCCHOHHAS ToMorpadust ¢ 18-hTopae30KCUTITIOK0301
CHUK - cunnpom Unenko-Kymmnara
TTI' — TMpeoTpONHbIN TOPMOH
¥Y3U — ynpTpa3ByKOBOE HCCIEAOBAHUE
SUV (standartised uptake value) — nakonurensusiii kpurepuii pu [19T-2 FDG

HU (enununer XayHcpuinga) — 1eHCUTOMETpUUECKHE ITOKa3aTeau npu nposeaeHun KT



TepMuHbI U onpeaeIeHUs

o Ocrtpast HaANOYEYHUKOBasE HEIOCTATOYHOCTh — CHMITOMOKOMILIEKC, 00YCIOBIEHHBIN
PE3KUM CHUYKEHHEM WJIU MOJIHBIM IIPEeKpalieHueM (pyHKIIMOHAIBHON AeITeIbHOCTH KOPBI
HaJII0YECYHUKOB.

o CunapoM «HeynpasisieMON reMOANHAMHUKN — NATOJIOIMYECKOE COCTOSHUE,
BO3HHKaroIIee Ha (POHE KaTeXOJIAMUHIIPOIYLIUPYIOIIEH OMyX0Ju HaIOYeYHHKa 1
XapaKTepU3yIolleecs PE3KUM Y4alllEeHUEM TMIIEPTEH3UBHBIX BBICOKOAMILIUTY IHBIX
KPH30B C ycyryoustoleiica HeKypaOeabHOM TMIIOTOHUEH B MEXKIIPUCTYITHOM IIEPUO/IE.

o IlepBuuHbIl rUNIEPATIBIOCTEPOHNU3M — KIMHUYECKUI CUHAPOM, Pa3BUBAIOLIUICS B
pe3yibTare U30bITOUHOM MPOAYKIIMH aJIbJI0CTEPOHA KIIyOOUKOBOW 30HON KOPKOBOTO
BELIECTBA HAIIOYEYHHUKOB, [P KOTOPOM CEKPELMs albJA0CTEPOHA IIOTHOCTBIO WIH
YaCTHUYHO aBTOHOMHA 10 OTHOIIEHUIO K PEHUH-aHTMOTEH3UHOBOU CUCTEME, YTO
00yCIIOBIMBAET pa3BUTHE HU3KOPEHUHOBOM T'MIIOKAIMEMUYECKON apTepUalbHON

TUIICPTCH3UMU.



1. KpaTkasi ungopmanus

1.1 Onpeneaenue

AnpeHokopTukajbHbiil pak (AKP) — penkas 3710KaueCTBEHHAsi OMYyXO0Jib, UCXOJAIIAs
U3 KOPKOBOTO CJIOS HAJAMOYEYHHKA. 3aboyieBaHME XapaKTEPH3yeTCsl MO3JHUM CPOKOM
BBISIBJICHHS, arpeCCUBHOCTBHIO KJIMHHYECKOTO TEYEHUsS U, JIO HACTOSAIIETO MOMEHTA,
HEOJIaronpusATHBIM JieueOHbIM PorHo30M. AKP MoxeT ObITh TOPMOHATIbHO-aKTUBHBIM, SIBIISSACH
MPUYHHON CyOKJIIMHMYecKoro uiu maHudectHoro cuaapoma Mnenko—Kymmunara (CUK), u/unum
BUPWJIBHOTO CHHIPOMA, WM MOXET OBITh CIy4YailHO BBISIBJICHHON TOPMOHAIbHO-HEAKTHBHON

OITYXOJIBKO HAATIOYCYHUKA.

1.2 DTHOJI0THS ¥ IATOreHe3

Omnucanbl HECKOJIBKO HACIEICTBEHHBIX CHHAPOMOB, U3BECTHBIM KOMIIOHEHTOM KOTOPBIX
spinsercs AKP. B pamkax Bcex CHHIpPOMOB OTMedaeTcs HH3Kas (peHOTHIMUecKas
nererpantHocTh AKP, B cBsI3M c uem, mpocienuTh HACIEICTBEHHBIH XapakTep 3a0oJeBaHHA
AHAMHECTUYECKHU JOCTATOYHO CIOXKHO.

Cungpom JIu-®Opaymenu (Li-Fraumeni) cBa3an ¢ nHakTUBHpYOIIed Myranuei B TP53-
TEHe-CyNpPeccope OIyXOJIEBOIO POCTA, XapaKTEPU3YETCsl Pa3BUTHEM CApKOM MSATKUX TKAaHEH,
paka MOJIOYHOM *keJie3bl, HoBooOpazoBaHuil rogoBHoro Mmosra 1 AKP. MHtepecHo, uro myrauuu
B TP53 sBnstores mpuanHON BeIcOKOM 3a0oneBaemoct AKP B KOxHo# Bpaszunum, moromy uto
y HE UMEIOIMX POACTBEHHOMN CBSI3U MALIMEHTOB 3TOr0 peruoHa, onpeaenserca R337H myranus B
TP53. AKP — Ttakke KommoHeHT cuHIApoMa bekButa—Baiinemana (Beckwith—Wiedemann),
KOTOpBIM TPOSBISETCS Makporjoccued, nedeKkraMu OpIOIIHOW CTeHKH (3MOpHOHaNbHAs
MyNoYHas Tpblka), reMuruneprpodueii, Hedppo-, renarodmacromoil. Ha renernueckom ypoBHE
3TOT CHHJIPOM BBI3BaH W3MeHeHusiMH B 11p15, renetnyeckoe mectomnonoxenue Bkiaovaer |GF-
2, H19 u CDKN1C (p57Kip2) rewsr.

AKP MoXeT BBIABIATHCS B COCTaBe CHHApoMa [apaHepa (aIeHOMATO3HBIN IOJIHIIO3
KHIITKK), KOTOPBIM BbI3BaH Mmytarueidt APC-reHa-cympeccopa omyxosieBoro pocra (APC — or
adenomatosis polyposis coli). [Ipu reHeTHYECKOM HCCIIEIOBAaHUH OIYXOJeH HAAMOYEUYHUKOB Y
O0onbHBIX C cuHApoMoM ['apanepa BeiABIsieTcs Jenenus HopManbHOM APC-amienu B
xpomocomax omyxonu. Cuaapom MOH 1 Tuna paHee CBS3BIBAIM C JTOOPOKAYE€CTBEHHBIMH,
TOPMOHAIILHO-HEAKTHBHBIMH OIYXOJISIMA HAJMTOYEYHUKOB, KOTOphle oTMmedanmuch B 20-40%
HaOmonennit MOH1. HenaBHue uccnemoBaHus moKasainu, 4yro mpu cuHiapome MOH 1 tuma

ropMoHaabHO-akTUBHBIN AKP Tak e He sBisieTcs: peAKOCThIO [4].



[IpoananusupoBansl JIHK HagmoyeyHukoBBIX omyxoJied npu crnopaauueckom AKP B
yuactkax 17p (comepxamiem TP53-ren) m B 11pl5 (comepxkamum IGF-2/CDKN1C) [5].
[Tony4yeHHbIe pe3yabTaThl CPAaBHWIA ¢ MOP(OIOTMYECKUM TUIIOM OmyXxosied. BeisBieHo, 4To
neneruss B 17p um cTpykTypHas mnepecraHoBka 11pl5 (u, kak pe3ynbTaT — IOBBIINICHHAS
skcnpeccust IGF-2) Obuta oOauraTHO CBSI3aHBI CO 3JI0KAYECTBEHHOW CTPYKTYPOW OIYXOJIH.
[Ipenyio’)keHO HMCMONB30BaTh 3TOT TecT npu AuddepeHunpoBaHNE JOOPOKAYECTBEHHBIX U

3JI0KAa4CCTBCHHBIX OHYXOHGf/’I HaAIIOYCYHHKA.

1.3 DnuaeMuoJ10rust

Exerognoe BoisiBienue AKP — 0,5-2 ciayyas Ha MUJUIMOH HaceJeHUs, B CTPYKType
oHKosorudeckoi cmeptHoctu cocrapisier 0,04—0,2% [3]. DnupeMuoaoruyeckue JaHHBIE IO
Poccniickoit @enepanuu OLEHUTh KpalHE 3aTPYJHUTEIBHO, TaK KakK OHKOJIOTMYECKas
otyeTHOCTh oTAenbHO 10 AKP He popmupyercs, peructp oTcyTcTBYeT.

VY nereil ropmoHanbHas akTUBHOCTb AKP BbIsBIseTcs daie, yeM Yy B3POCIBIX U
cocraBisieT 87-95%. BoabIIMHCTBO OMyX0Jel N30IMPOBAHHO CEKPETUPYET KOPTU30iI (55%) nnu
aHApOreHbl B KoMOMHaUU ¢ koptuzonoM (30%). Jpyrue BapuaHTbl TOPMOHAIbHON aKTUBHOCTH
B JIETCKOM BO3pacTe MOKHO CUMTATh Ka3yMCTUYECKUMHU.

I'opMoHanbHO-aKTHBHBIE ONyXodu HabOmomatorcs y 60% B3pocnbix. Cunzapom
CMEIIaHHON TOPMOHAJIBHOW MPOAYKIUU (TMIIEPKOPTULIM3M M BUpHIN3aLKsa) oTMedaercs y 30—
40%, w3omupoBaHHbId cuHIpoM Unenko—Kymmara y 25-35%, u  u3onMpoBaHHAS
TUNEPIPONYKIMS aHAPOreHoB oTmevaercs y 20% OonbHBIX. M30mupoBaHHBIE 3CTPOreH- U
aJIbIOCTEPOHINIPOAYLIMPYIOIIME ONYXOJU SIBISAIOTCA PApUTETOM, COCTABISAIOT MeHee 2%.
[ToBbilIeHHAsT MPOAYKLHUS albJOCTEPOHA OTMEYAETCS HECKOJIBKO Yalle B paMKax CMeEUIaHHOU

TOPMOHAIBHOM MPOAYKIIMH.

1.4 KonupoBanue no MKb

310KkauecTBEHHOE HOBOOOpa3oBaHue HaanoyeuHuka (C74):
C74.0 — Kopbl HaITOYCUHHKA,
C74.9 — HapmoueyHrka HEYTOYHEHHOM YacTH.

1.5 CtagupoBanue AKP

e Jlna onpenenenus neyeObHod TakTuku T1npu AKP pexkomeHmoBaHO THIATEIBHOE
TOMUYeckoe 00ceI0BaHWEe B OTHOLIEHHMHM BO3MOXKHBIX METacTa3oB, OITYXOJIEBBIX
TPOMOOB ¥ MECTHOT'O PAaCIPOCTPAHEHUS OIYXOJIH.

YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii - A (YpOBEHb JOCTOBEPHOCTH J0Ka3aTelbCTB - 1D)
Kommenrtapuu: 80% 63pocnvix OONbHBIX HA MOMEHM GbIAGNIEHUs UMEOm pamep

onyxonu ne menee 10 cm, y 30-40% nayuenmos npedonepayuoHHO GblAGNISAIONCL MEMACma3vl



[6,7]. Beposmnocme nanuuus omoanennvix memacmasos npu onyxonsax oonee 10 cm no oannvim
HOCIeoNnepayuoHHo20 Habnodenus cocmasisem 6onee 80%.

Onyxonesoe cmaouposanue AKP mooxcem ocywecmenamvcs no cucmeme TNM (T —
tumor (onyxonav), N — node (numghamuueckue y3nvt), M — metastasis (memacmazuposanue)) 6
coomeemcemesuu ¢ kiaccupuxayueri AJCC (American Joint Commission on Cancer)/UICC
(International Union Against Cancer). Kiunuyecku 6onee aoanmupo8aHHoOU U COBPEMeHHOL
npeocmasinsiemcs kiaccuguxayus no ENSAT (European Network for the Study of Adrenal
Tumors) — esponeiickoil paboueii 2pynnvl no uU3y4eHUIo onyxoiet Haonouyeunuxos [8,9].

Ta6muma 1. CootrHomenue cragupoBanust AKP mexxmy TNM u ENSAT

ENSAT TNM Onpenenenue
I (1) TiNoMo Pazmep <5 cm
I (1) T2NoMg Pasmep >5 cm

Meractazel B suMdoy3nax, OIyXoJyeBas
(1) T1-2N1Mg
Il UHQUIBTPAUs B COCEIHUE OPraHbl U IOYKY
(1H-1V)T3.4No-1Mg
W/WIH TPOMOO3 HIDKHEH 100N BEHBI

(\V4 T1.4Ng-1M1 OTtmaneHHbIE METACTA3EI

2. IlMarHocTUKA

Ocywecmensemess 6 cayuae 6blsiGleHUss ONYXOAU HAONoO4euHuxka. B osmoil  cessu
ouaenocmuxa AKP paccmampusaemcs 8 pamkax ougghepenyuanbHo2o OuacHo3a ¢ opyeumu
ONYXONAMU HAONOYEYHUKO8, HaUbOIee YaACMO BbIAGIAEMbIMU CLYYAHO.

Tepmun “‘unyudenmanioma” HAONOUEUHUKA SGISAEMC COOUPAMENbHBIM, GKIIOUAIOUUM
PazHooOpaszuylo no mopgonocuu epynny onyxoreu 6oree 1 cm 6 Ouamempe, CIYHAUHO
8bIABIEHHBIX NPU paouosocuyeckom oocredosanuu [10]. Boisenennoe obpazosanue modxcem:

O 0Ka3amuvCs KAK 20PMOHANbHO-HEAKMUBHBIM, MAK U AKMUBHO NPOU3BOOUMb DA3IUYHLLE
20PMOHbL;
O  UCXOOUMb U3 PA3IUYHBIX 30H HAONOYEUHUKA UIU UMEemb HeCNeYu@uuHylo OpeaHHylo

NPUHAONEHCHOCTD,

O  Oblmb 310KAYECMBEHHBIM UTU O0OPOKAUECBEHHBIM.

2.1. /Kaj1o0bl 1 aHAMHE3

Kanoowr npu AKP ceéazansl kak ¢ Hanuuuem odopazosanus 8 oprowHou noiocmu (6ous
Jcueome UL CRUHe, OUfyWeHue NOTHOMbL 6 JHCUBOME), MAK U C eunepcekpeyuell 20pMOHO8:

Kopmuszoaa (061/1/;0}1 u mululevHaA CJZCZ600Wlb, noesluieHue maccovl mena, nepepacnpe()eﬂenue



NOOKOJCHO-ICUPOBOTL  KIeMYAMKY NO  OUCNIACMUYEeCKOMY MUNy, CUHAYKOBble 6blCHINAHUSL,
Heyucmoma Koicu, nepeiomsl, 60au 8 KOCmxX, 6ecniooue/euno2oHaouzm, nosviuerue AQ u op.),
anvoocmepona (nogviuenue AJl, cnabocmov mvluy 6credcmeue SUNOKAIUEMUL), MeCmOoCmMePOHa
(pocm  HedicenamenvublX BONOC HA mele, NOHUJICEHUe 2010cd, 2unepmpogus xkiumopa y
JICEHWUH, NOBbIUEHUE JHCUPHOCMU U HEYUCHOMA KOJNCU), ICMPOSEHO8 (SUHEKOMACMUs Y
MYIHCUUH, MEMPO2a2UU y HCEHWUH 8 NOCMEHONAy3e) U Opyeux cmepouoHblx COPMOHO8, MAKUX

Kax npeowecmeennuxu, nanpumep, 170H-npozecmepon.

2.2. DuzukajbHoe 00cae10BAHUE

Ilpu ecunepcexpemupyrowux eapuanmax AKP 6o epemss ocmompa uawe 6ceco
HaO00aemcs KIUHUKA 2IIOKOKOPMUKOUOHO20 U AHOPO2EHHO20 U30bIMKA. aKHe, 2UHEKOMACMUs,
BUPUTUZAYUS, SUPCYMUZM, Y8eTUYEHUEe MACCbL meaa U Op.

Ilpu AKP 6e3 xnunuueckol eunepcekpeyuu 20pMOHO8 HAONOYEUHUKA, NPU OCMOMpe
MOJICHO  8bIA8UMb JIOKAIbHBIE CUMNIOMbL (00Ib, HANIUYUEe 00BEMHO20 00PA308aAHUSA 8 OPIOUIHOU
nonocmu, onpeoensiemoe npu naibhnayuu xcueoma). Mocem nosviuamocs memnepamypa mena
ecredcmeaue Conymcemeyoue20 HeKpo3a 6 OnyXoiu.

Knunuueckue NPOAGIEHUA MO2YM UMEmMb Memdacndasbl AKP 6 ne4eny, jlecKkue, Kocmu.

2.3. JIadopaTopHass THATHOCTHKA

e [lpu BBHISABIEHUHM OIYXOJIM HAJNOYEYHHKa pa3MepoM Oosee 1 cM B MepBYyIO ouepelb
PEKOMEHIOBAaHO  MCKJIKOYMTh  WJIM  TNOATBEPIUTh TOPMOHAJIBHYIO  AKTHBHOCTh
oOpa3oBaHus, KOTOpast MOJKET MPOSBISATHCS rUIepKaTexojaMUHEMUEH,
anpeHokoptukorpornHeiid  ropMoH  (AKTI)  -He3aBUCHMBIM  THIEPKOPTHIIU3MOM,
MIEPBUYHBIM THITEPaTbI0CTepoHI3MOM [11-13].

s MOJITBEPKICHUS/UCKITIOUSHHS TOPMOHAJIBHOU AKTUBHOCTH OITYXOJIH

PEKOMEH/I0BaHbI CIIEYIOLINE METO/IbI JAOOPAaTOPHON JUATHOCTUKH

o OrmpeneneHure KOPTU30Ja B paHHUE YTPEHHHUE Yachl Ha (hOHE TOJABIISIOLIETO TECTA C
1 Mr nekcamerasoHa,

o Ilpu orcyrcTBUM (PU3HONIOTHYECKOTO MOAABICHHS YPOBHS KOPTHU30Ja — OIpeesieHIe
aJIPEHOKOPTUKOTPOITHOIO TOPMOHA B YTPEHHHE YaChl.

YpoBenb yOeaurTeqbHOCTH pexkoMeHaamuid - A (YpoBEHb JOCTOBEPHOCTH

nokazarenbeTs - 1b).

KommenTapun:

Omcymcmeue  1100bIX — KIUHUYECKUX  NPOSAGNEHUl U  MAHUGDECmHbIX  NPU3HAKOG

2OPMOHANBLHOU  AKMUBHOCMU  AGIAEMCs, HeOOCMAMOYHO U36ECMHOU, HO 00BOJLHO

pacnpocmpaneHHou “108yuKou”.
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Hayuenmor ¢ uHYUOEHMANIOMOU  HAONOYEUHUKA pPeOKO UMEIOM  DA36EPHYMYIO
KAUHUYECKVIO  KAPMUHY — SUNEPKOPMUYUIMA,  OOHAKO  OUOXUMUYECKUe  NpU3HaKU
aunepropmuyuzma ommeyaiomcs npumepo y 8-12% boavnwix [14,15].

Ilpu nasnauenuu HU3KUX 003 CUHMEMUYECKO20 21I0KOKOPMUKOUOA OeKCcamema3oHa npu
CUHOPOME IHOO2EHHO20 2UNEPKOPMUYUIMA 100020 2eHe3d He NPOUcXooum nooasieHus
aopenoxopmurxomponnoco copmona (AKTI) u cunmesa xopmuszona [16]. Hounoii mecm
00CMAamMo4YHO NPOCM U BLINOJHUM 8 AMOYIAMOPHLIX Yycaosusax: 1 me OexcamemaszoHa
npurumaemcss mexcoy 23 u 24 uacamu, KOpmu3zon uzmepsemcs 6 Kposu, B35moll
creoyrouum ympom mexncoy 8 u 9 uyacamu. bonee evicoxue 0oszwr (1,5 unu 2 me) ue
yayuwaiom mounocms mecma [17].

B kauecmee  ouacnocmuueckoco  Kpumepus ¢ 8bICOKOU — OMPUYAMENbHOU
NpOcHO3UpYIOWel YEeHHOCMbI0 6 OMHOUIeHUU CYOKIUHUYEeCK020 2UNepKoOpmuyusmMa
cuumaemcs nooaegiexue ympenHe2o Kopmuzona meree 50 HMOIb/ (4y8CcmeumenbHoCmy
bonee 95%).

Ilpu  unyudenmanomax HAONOYEUHUKO8 ONpedeNenue CYMoOuYHO20 KOPMU30iad MOoyu
obnadaem menvuieli Yy8CMEUMeIbHOCMbIO 8 CPABHEHUU ¢ 0eKCAMEMAa30H08bLM MeCoM
U HOUHbIM cbleopomounbim Kopmuzonom [18,19]. Cneyuguunocms nooasnarouie2o
mecma npu yposue cut-0ff menee 50 nmonv/n ne npesviwaem 80%. s ymenvuienus
YUCIA JIOHCHONOJIONCUMENLHBIX Pe3VIbmamos 6 Kavecmee eepugpuyupyioujeco mecma
peKkomMeH008aHo onpeodenenue 8 ympennue dacvl yposua AKTI. Ilooasnennvlil yposeHs
AKTI noomeepoicoaem ouacnos cunopoma Hyenxo-Kywunea y nayuenmog ¢ onyxonamu
naonoyeunuxos [20]. Hzmepenue AKTI mne sensemcs memoooM NepeUUHOl
OUACHOCMUKU, ~ OOHAKO — MOJCEem  CIYHCUMb  NOOMBEPHCOAIOWUM — NPUSHAKOM
CYOKNIUHUYECKUX NPOSIGNIeHUL 2UNEPKOPMUYUIMA 8 IMOU 2pYnne O0IbHbIX.

Onyxonb Kopbl HAONOYEUHUKA, ABMOHOMHO NPOOYYUPYIOWAs KOPMU3OI, AGNIAEmcs
NpUYUHOU — ampoguu  KOpbl  KOHMPAAMEPAIbHO20  Haonoveunuka. Eciu  npu
manugecmuom curnopome Hyenxo—Kyuiunea modxicHO oyeHums npoooniCumenbHOCmsb
2UNEPKOPMUONUBMA NO OABHOCMU KIUHUYECKUX NPOABLEHUl, MO Npu CYOKIUHUYECKUX
gopmax Onumenvnocms 2unepxopmuyusma Heusgecmua. Illpu onumenvnom meuenuu
2UNEPKOPMUYUZMA BO3MONCHA HeoOpamumas ampous Kopwvl, mpeoyrowias OnumensHol,
eciiu He NONCUZHEHHOU, 3amecmumenvHou mepanuu [21].

Heoooyenxka Hanuuus eunepkopmuyuzma (MaHugecmuozo uiu CyOKIUHUYECKO20)
CBA3AHA C BbICOKUM PUCKOM PA38UMUS OCMPOU HAONOYEYHUKOBOU HeOOCMAamo4HOCMU 6

nocineonepayuOHHOM nepuoae.
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Bcem manueHTaM ¢ BBISBICHHOW OMYyXOJBIO  HAAMOUYEYHHKA PEKOMEHIOBAHO
omnpenaenenue (Hop)MeTaHepprHa B CyTOUHOM Moue wiH miasme [13].

YpoBeHb yOeAUTENbHOCTH pexkoMeHaamuii - B (ypoBeHb JOCTOBEpHOCTH
nokazarenbets - D).

Kommenrapun: Heoooyenka Hanuyus KamexoiamMuH-ceKpemupyouett Onyxoau Mojicem
npueecmu K pazeumuio 2UNepmeH3UHbIX KpUuzo8 6 nepuonepayuoHHoM nepuooe, omexa

JIe2KUX, apumMmull, CUHOPOMA «Heynpasisiemou cemoounamukuy [22].

[Mlpr Hamuyuu y OOJILHOTO C OMYXOJIBIO HAIIOYCUHHKA apTEPUAbHOW THIICPTCH3HU
PEKOMEHZOBAHO OIPEJEIIEHUE COOTHOMICHUS MEXKIYy YPOBHEM allbJIOCTEpOHA H
AKTUBHOCTBIO PEHHMHA IUIa3Mbl JUISI UCKIIOUEHHS] MEPBUYHOTO THIIEPAIBIOCTEPOHU3MA
(TIT'A).

YpoBeHb yOequTEJbHOCTH pekoMeHgaumii - B (ypoBeHb J0CTOBEpHOCTH
noka3zateibets - 11D).

Kommenrtapuu: H3onuposannas asmonomuas eunepnpooykyus arboocmepona npu AKP
gcmpeuaemcs Kpaine peoko. Anb0ocmepor-npooyyupyowiue onyxoau Mopghorocuvecku
BbI2NAOAM  KAK CEeMIIOKAemounble a0eHombl Hebomvwux pazmepos [23]. Tecmom
NepPeUYHOL OUACHOCTNUKU SNAeMCS OYEeHKA albOOCMEPOH-PEHUHOB020 COOMHOUIeHUE
(APC). Ilpu nooospenuu na III'A no pesynemamam APC, neobxooumo npoeederue
00HO20 U3 NOOMBEPAHCOAIOWUX MemO0008. Aneopumm obcredosanus npu I1I'A noopobHo

UBTI0IHCEH 68 KIIUHUYECKUX peKOMeHdauuﬂx Nno OUacHOCMuKe U Jle4eHuto OanHoU HO30102Ul

[24,25].

[lpy KJIMHUYECKOM TOAO3PEHMHM Ha H30JIMPOBAaHHYI0 WM  COYETaHHyl (C
TUIEPKOPTULI3MOM) OITYXOJIEBYIO TUIEPIPOTYKIHIO MOJIOBBIX ~ TOPMOHOB
PEKOMEH/I0BaHO  ONpEJEICHUE  CTEPOMJHBIX  TOPMOHOB  CBHIBOPOTKH  KPOBHU
(Ieruapo3nuaHapoCTepoH-Cyabdar, 17-okcunporecTepos, aHAPOCTEHIUOH,
TECTOCTEPOH, 17-B-3CTpaano y My>KUMH U KEHIIUH B MEHOIIay3e).

YpoBenb yOeauTeqlbHOCTH pexkoMeHganuii - B (ypoBeHp jgocToBepHOCTH

noka3zatesbets - 11D).

2.4 MopdoJsornyeckasi JTMarHOCTUKA

B muddepenunansHoM guarHo3e OpPraHOCHENU(PHYHBIX OMYyXOJel HaamouYedHHKa
NYHKLIMOHHAsE OUOICHS HE MMEET JOKa3aHHBIX MPEUMYILECTB, aCCOLUUPYETCS C HU3KOU
YyBCTBUTEIBHOCTHIO, CHEIU(PUUYHOCTHI0O M BBICOKOH BEPOSTHOCTBIO OCIIOKHEHHIH,

TIOATOMY €€ MPOBEJICHHE HE PEKOMEHIYETCH.
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[MynkimonHast OUOTICHSI TIPU OMYXOJW HAAMOYEYHUKA PEKOMEHIO0BaHA MPH MOA03PEHUU
Ha ero MeTacTaTU4ecKoe MopakeHue.

YpoBeHnb yOeauTeqabHOCTH pexoMeHaamuii - C  (ypoBeHb JIOCTOBEPHOCTH
noKaszarenbeTs - V)

Kommentapuu:  TomanvHoe — @uinonHeHue  NYHKYUOHHOU — Ouoncuu  onyxonetl
HAONOYEUHUKOB He NPOOEMOHCMPUPOBANO YIYUUEHUS Pe3YIbmamos ougppeperyuaibHoll
OUACHOCTUKU — UHYUOEHMANOM,  HANPOMUE,  NpUeelo K  POCMY  OCIONCHEHUI,
JIOHCHONOJIONCUMENbHBIM U TOHCHOOMPUYAMENbHBIM — 3aKII0UeHUIM. B nacmoawuti
MOMEHmM NYHKYUs yenecooopasHa JIuulb npu NOOO3PEeHUU HAd Memacmamuieckoe
nopasicenue HAONOYEYHUKO8, 20e 4Y8CMEUMENbHOCIb YUMOI02UYECKO20 UCCIe008aHUSL
cocmasnsiem 80-86%. Taxowce nyHKYuoHHas Ouoncusi NOKA3aHa Npu NOOO3PEeHUU Ha
HEXOONCKUHCKVIO — TUMPOMY € UBOTUPOBAHHBIM — NOPANCEHUeM  HAONOYEUHUKOS.
3abonesanue 6cmpeuaemcsi  KpaiiHe peoKo,  Xapakmepuzyemcs — 08YCMOPOHHUM
UHDUILMPAMUBHBIM NOPAdICEHUEM HAONOYEYHUKO8, ObICIPLIM MEeMNOM POCMA ONYXOJiu,
a makoice KOCEEHHbIMU NPUSHAKAMU, NO360JSAIOWUMU NO003DE8amsb TUMPOMY, MaKuUMU
KaK 6blpadiceHHbvle A6leHuUs 00uell UHMOKCUKAYUlY, NosbluleHue J1aKmam-0e2uopoeHasbl
8 cvigopomke Kposu u m.0. llpu Opyeux eapuanmax HAONOYEUHUKOBLIX ONYXo.ell
OUACHOCMUYeCKasl YeHHOCmb npeoonepayuoHHol NYHKYUOHHOU ouoncuu

Heyoosiemeopumenvha (1yscmsumenbHocms He npesviuiaem 65%) [26,27].

2.5. HNHcTpyMeHTAJIbHAS AMATHOCTHKA

J1s OMarHOCTHKM 3JI0KaYECTBEHHOI'O IOTEHLMala OIyXOJIM PEKOMEHJIOBAaHA OLIEHKa
KOJIMYECTBEHHBIX JIEHCUTOMETPUUECKHUX TOKa3aTened mpu Tpex(dazHOoi KOMIBbIOTEPHON
tomorpadpuu (KT):
O IUIOTHOCTb TKQHEBOI'O KOMIIOHEHTA /10 KOHTPACTUPOBAaHUs (HaTUBHA);
O IUIOTHOCTh B TKaHEBYIO a3y KOHTPACTUPOBAaHUS (apTepuaibHasi U BEHO3HAs
dazmi);
O IUIOTHOCTh B OTCpOouYeHHYIO (uepe3 10 MuH. mocie BBeAEHUsS KOHTpacTa) (azy
KOHTpacTUpoBaHus ((haza BEIMBIBAHHUSA).
ITpu nmomyuennn BbICOKOIUIOTHBIX KT-3HaueHuil B HaTUBHYIO a3y, 3a7epKKH KOHTpacTa
B OTCpPOYEHHOW (pa3e — 3JI0KAUECTBEHHBIM TMOTEHIMAN OIyXOJIH PEKOMEHIyeTCs
OLICHUBATh, KaK BBICOKUH.
YpoBenb yOeaMTeaIbHOCTH pekoMeHaauuii - B (ypoBeHb jJocTOBepHOCTH
nokasarenbets - D).

KommenTapun:

13



OcHogHbiM Kpumepuem npu @GopMupo8anuy NOKA3AHULL K onepayuu 0oj2oe 8pems
ABNANCA paA3mMep HOB000PA308aHUSA, UMO NPUBOOUNO, C OOHOU CMOPOHDBI, K OOIbULOMY
YuCy He0OOCHOBAHHBIX BMeUamenbCme npu onyxoaax bonee 3—4 cm, ¢ Opy2oii cmopoHbl
— K HeOdooyeHKe 3/10KAYeCm8eHH020 NOMEeHYUaia oOpaz08aHull Mauio2o pasmepa npu
memacmamuyeckux nopadicenusx u AKP. [locie 66edenuss OeHcumomempuieckux
Kpumepues 3710KA4eCMBEHHOCMU ONYXOau YOaloCt ONMUMUSUPOBAMb NOKA3AHUS K
ONnepamueHoMy 1e4eHuio He MOAbKO HA OCHOBAHUU pA3Mepo8 Onyxonu. B nacmosawuti
MOMEHm  OCHO8HOe @Humanue 6 OuacHocmuke AKP  ckoHyenmpuposano Ha
Konuuecmeennvix nokazamensx mpexgaznou KT [28,29].

KT-cemuomuxa  unyudenmanom  HaAOnO4YeyHuUKa  OYeHusaemcs. 8  pe3yibmame
onpeoeneHusi NIOMHOCIU HCUPOBLIX U HEHCUPOBBIX CHPYKMYD 8 HeKOHmMpAcmuyo ¢haszy
(orcuposvle CmpyKmypuvl UMeom NOHUNCEHHYI0 niomHocms). boeamvie nunuoamu mxkanu
xapaxkmepHul 0Jis1 000POKaA4eCmEeHHbIX a0eHoM Kopbl Haonodeunuxa. Oouaxo oxono 25%
000pOKAYECMBEHHBIX AOEHOM MO2YM He UMEeMb HU3KOU «HeKOHMPACMHOUY NIOMHOCHU.
Ipu uccnedosanuu KT-nromnocmu Ha pasuwix ¢asax evlge0eHus KOHMpAcma noayyeHsl
OaHHble, UMO AOEHOMbl KOpbl HAONOYEYHUKA ObICMPO CHUdCAIOM  NOKA3amenu
naomuocmu (uepe3 10 mun. nocie 66edenusi Konmpacma, m.H. nokazamens ‘“‘Wash-out”,
bonee wem Ha 50%), 6 mo epems Kak oOpyeue 00pA306aHUS HAONOYEUHUKOS UMEIOM
MEHOEeHYUI0 K 3a0epicKe KOHmpacmHoz2o eewjecmea. HMamepenue smoco noxkazamens
umeem ONUBKYIO K QAOCONOMHBLIM 3HAYEHUSAM OUACHOCMUYECKYI0 YEHHOCMb Npu
oughghepenyuanvrom ouacnoze adeHom ¢ 00OHOU cmopousl, om ¢heoxpomoyumomst, AKP
U Memacmamu4eckou KapyuHomsl ¢ Opy20u.

Huskas (menee 10-15 HU) namuenas nnomnocms mxanesoco komnonenma npu KT unu
bvicmpoe CHUDICEeHUe UHMEHCUBHOCMU cueHana nocie BHYMPUBEHHO20
KOHmpacmuposauusi — abcontomuo  Hexapakmepuvl 0nia  AKP, memacmaszoe u
geoxpomoyumomboi. Jugpepenyuanvroiii ouazHos c geoxpomoyumomot
0CYyWecmansemcs Ha OCHOBAHUU OUOXUMUYECKO20 UCCIe008aHUs (HOp)memaHeppuHa.
Lonoanumenvhvim  cywjecmeennvim  npeumyuecmeom KT saensemcs  603MOAICHOCID
OYeHKU  Kpumepusi NJIOMHOCMU  OnyXoau 6 ¢pasy  evimvieanusi  (wash-out).
Memacmamuueckoe nopasicerue O0OJHCHO OblMb UCKTIOUEHO/NOOMBEPIHCOEHO 8 NEPBYI0
ouepedb y OObHBIX ¢ AHAMHE30M OHKOI02U4ecKko20 3abonesanus. Takace, 6eposimHOCmb
Memacmamuiecko20 NOPAdMdCeHUsT paccCMampugaemcs. npu 08YCMOPOHHEM NOPANCEHUU
HAONOYeyHUKO8, 0CODEHHO NpU OMCYMCMEUU AGNEHUL 20PMOHAILHOU AKMUBHOCU, NPU
nanuyuu KT-npusnakos, xapaxkmepHuvlx Onsi memacmazos. Ilayuenmuvl ¢ noooOHbIMU

NOPANCEHUSAMU  OONHCHBL NPOXOOUMb OHKOJIOSUYECKOe 00CNie008anue OJisi UCKIIOUEHUs.
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PACNpOCMPAHeHHO20 ONYX0Jle8020 Npoyecca (8 nepsyro ouepedsb paka 1e2ko2o, HceryoKd,
KOJIOPEeKMAIbHO20 PaKa).

VY31 opraHoB OpIONIHOM TIOJOCTH PEKOMEHIOBAHO JUIsl TEPBUYHON JTHArHOCTHKH
ONyXOJIEH HAAIIOYEYHUKOB.

YpoBeHb yOenuTeJbHOCTH pexkoMeHaamuii - B (ypoBeHb J0OCTOBEpHOCTH
nokasarenbets - 1)

Kommenrapuu: Y3U obradoaem 6vicokoll yyscmeumenbHOCmMbl0, HO 00/lee HU3KOU, 8
cpasuenuu ¢ KT, cneyuguunocmvio u modxcem Oblmb UCHONL308AHO Ol NEPEUYHOU
OUACHOCMUKYU ONyXoJleli HAONOYEYHUKO8 8 Cayuae HeBO3MONCHOCMU 6bINOJIHEeHUs
KOMNbIOMEPHOL momozpaguu.

MPT pexomeH10BaHO [JIsl IEPBUYHOM AMATHOCTUKH OITYXOJeH HaAMOYEYHUKOB, a TAKKe
JUTSL UCKITFOUEHUSI METACTaTUYECKOTO MOPaXKEHHS TOJIOBHOTO MO3Ta.

YpoBeHb yOeAUTENbHOCTH pekoMeHaamuii - B (ypoBeHp jgocToBepHOCTH
nokasarenbets - 1)

Kommenmapuu: MPT obradaem 6bicokou uy8CmeumeibHOCHbIO 8 GblAGIEHUU ONYXOJlell
HAONOYeYHUKO8 OYEHKU PACNpOCMPAHEHHOCMU Npoyeccd, 8 MOM HYUCie NOPAdXNCeHUs
cmedicHblx cmpykmyp. OOHako cheyuduuHocms Memooo8 3HAUUMENbHO HUMCe 8 C8A3U C

omcymcemeuem 4enKux Koauvecn6eHHblx dechmOMempuquKux noxaszameieii [30] .

OcteocunHTUrpadus peKOMEHJ0BaHa MPU MOJA03PEHUN Ha METACTaTUYECKOE MOPAKEHUE
KOCTel ckeseTa.YpoBeHb yOeIUTeIbHOCTH peKoMeHaalui - B (ypoBeHb 1OCTOBEPHOCTH

nokazatenbets - 1)

[Tpu HeGonpIIMX pa3Mepax OmyxoiH (10 4 cM) B KauecTBE BEpUDUIIUPYIOIIEro MEeTo/Aa
PEKOMEHAYETCSl  BBIIIOJIHEHHWE  MO3UTPOHHO-3DMHCCHUOHHOW  ToMorpagpuum ¢ 18-
dropaesoxcurmokosoii (IIIT-*®JI). Beicokas MeraGommdeckas akTHBHOCTH (SUV
(standartised uptake value) Gonee 3) siBisieTcsl KpUTEpUEM, MO3BOJISIONIAM C BBICOKOM
CTETIEHBIO BEPOSITHOCTH IPEAINOaraTh 3JI0Ka4YeCTBEHHYIO TPUPOTY OIYyXOJIH.

YpoBenb yOeauTeqlbHOCTH pexkoMeHganuii - B (ypoBeHp jgocToBepHOCTH
noka3zatesbets - 11D).

Kommenrapuun: B cayuae nooospenuss na AKP unu memacmaser npu KT-naommusix
00pa3z08anUAX MA020 pasmepa (Hanpumep, 00 4 cm) pekomenoosarno nposederue [19T-
BONT max kax memoo noseonsem onpedenums He MONbKO HACHIUYEHHOCHb ONYXONEEbIX
JURUO08, HO U MemaboIUYecKyio akmueHocms oopazosanus. Eciu onpeodensiemvlil npu
DT8O naxonumenvhbiii kpumeputi  SUV  6onee 3, mo eeposmHocmb

3710KAYEeCMBEHHO20 NOPAICEHUS NPUOIUNCAeMCsL K abcomomHbiM 3HaveHuam [31-35].
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3. Jleuenne

OnpeneneHne pacnpoCTPAHEHHOCTH OIYXOJIEBOIO IIpoliecca KpalHE Ba)XXHO C TOYKH
3peHusi BbIOOpa JiedyeOHoM TakTuKu. B cimydae AKP cepbe3Hoe BiusHHME Ha TAKTHKY MOXKET
OKa3aThb CTENEeHb T'OPMOHAIBHOM aKTMBHOCTH ONyXoJid. Tak, ecilid Npu TOPMOHAIbHO-
HEaKTUBHON ONYXOJW ONEepaTUBHOE JeueHue pacnpoctpaHeHHbIXx (opm AKP He wumeer
W3BECTHBIX NPEUMYLIECTB, TO NPH TI'OPMOHAIBHO-AKTUBHOM OITYXOJH, COIPOBOXKIAKOLIEHCS
TSKEJIBIMU COMAaTUUYECKUMHU MPOSIBICHUSIMHA TUIIEPKOPTUIIM3MA MOXKET ObITh OIIPaB/iaHa TaKTUKA,
HaIpaBJjeHHasl HA MAKCUMAJIbHYIO LIUTOPEAYKITUIO.

3.1 XUpypruyeckoe JeueHue

e Jlpu IHIII cramusax AKP (ENSAT) npu Bo3moxHocTu anekBaTHOM (RO) pesexiuu B
CTEIUATM3UPOBAHHOM [IEHTPE PEKOMEHIOBAHO XUPYPTUIECKOE JICUCHHE.
YpoBeHb y0eqMTeIbHOCTH pekoMeHaamuii - A (YpoBeHb JOCTOBEPHOCTH
J0Ka3aTeNbeTB - 1b)
Kommentapuu: Onepamusnoe nocodue pekomeHO08aHO Npogecmu 6 Kpamuatiuue
CPOKU noclie NpogeoeHusi a0eK8amuou OUACHOCMUKU 8 6Uudy Memacmamuieckou
aepeccusnocmu  AKP. Buinonnenue onepayuili ¢ NONbIMKOU COXPAHEHUS MKAHU
Haonoueynuxa nedonycmumo [36]. EQuncmeenHvimM 603MONCHBIM 8APUAHMOM NOJHO20
uzneuenus npu AKP 6 nacmoswee epems s6isemcs NOIHOe Xupypeuueckoe yOdaieHue
onyxonu cpasy nocie ee OOHapydceHus. AKyewm HA CPOYHOCMU ONEPAMUBHOO
BMEeUamenbCmea C6s3aH ¢ ObICMPLIM  YEeIUYCHUEM PA3MEPO8 ONYXOAU U 6blCOKOI
geposimuocmplo  Memacmazuposeanus.. Eciu  Ha momenm  oOHapyscenus onyxoau
Memacmasvl He BbIAGIAIONCA, MO 8ble00d ONepayuu o4esuUoHd, Mm.K. OHA HayeleHa Ha
NOIHOE U3leyeHue.

e [Ipu mpoBeJCHWH ONEPATUBHOTO JICUYCHHS PEKOMEHIYETCS TPOBEACHHE MEPOIPHUSATHMA
HaIpaBJICHHBIX Ha:
o CHIDKEHHE PHCKa SMOOTUYECKUX OCIOKHEHUN TPOMOOTHYECKOTO U OIyXOJIEBOTO
reHes3a;
o CHIDKCHHE arpeCCHBHOCTH MAaHUWITYJISAIUH, MMPUBOIANINX K HAPYIICHUIO KarlCyJIbl
OITyXOJIH;
o BBHITIOJTHEHUE a0PTOKABATIBLHOM U Ba30PEHATBHOM JTUMQPOTUCCEKITUH.
YpoBenb yOeauTeJbHOCTHM pexkoMeHaanuid - B (ypoBeHb JOCTOBEpHOCTH
noka3zatesbeTs - 11b)
Kommenrapuu: Cpeou Hnaubonee uyacmoix npobdiem, 3ampyoHAIOWUX XUpYypeudecKoe

neuenue AKP, moxcrno ommemums:
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— KOMApeccust HUMCHell NOAOU 6eHbl, UHQUILMPAYUs CMEHKU HUNCHEeU NONOU GeHbl

onyxonvio. Knunuuecku 6blpaxcenHo2o cuHOpomMa HUdCHell NOJIOL 8eHbl, KaK NPAuilo, He

ommeuaemcs 6 CA3U ¢ NOCMeneHHol adanmayuel K 6eHO3HOU cUNepmeH3ul Cucmembl

KABANOPMAKABANbHLIX — AHACMOMO308.  JIONOIHUMENbHbIMU — OUACHOCMUYEeCKUMU

Memooamu sGIAIOMCA 80CX00AWaAs Kasazpagus, oonniepozpaguieckoe ucciedo8aue

KPOBOMOKA 8 KPYNHbIX 6EHO3HbIX cocyoax. Hcxodom onepayuu modxcem cmams

nepees3Ka HUMCHell NoI0U GeHbl Ul ee NPOMe3Uposanue;

—  UHBA3USL  ONYXONbIO  NEYeHU,  NeYeHOUHO-08EHAOYAMUMUNEPCIHOU  C3KU,

n00HCENYOOUHOU Jnceneswl, NOYKU (MecmHO-pacnpocmpaHenHast Onyxoinb

Haonoueunuxos). Ilpobnema conpsdceHa ¢ BO03MONCHbIM pacuiuperHuem o0bvema

onepayuu 00 pe3eKyuu neyeHu, HeoOXOOUMOCMbIO HAPYHCHO2O UNU 6HYMPEHHe2O

JHcenueomeedenus, pe3eKyul noONCerLYOOYHOU dcene3bl, CHICHIKMOMUU, HeDPIKMOMUU

WU pe3eKyuU BepXHe20 NOIOCA NOYKIL,

— BbICOKAS BEPOSMHOCIb IMOOIUYECKUX OCTONCHEHUL ABIAEMCs OCHOBHOU NPUYUHOU

UHMPAONEPAYUOHHOU U DAHHell NOCIeOnepayuoHHou cmepmuocmu y 6onvuvix AKP.

Ombonusa moscem Obimsb 00)C061EHA HECKOILKUMU (PAKMOPaAMU UTU UX COUEMAHUEM.

O Hamuyuem  UNepPKOPMUYUIMA/SUNEPAHOPO2EHUU,  CNOCOOCMBYIOWUX — UCXOOHOL
2UNEPKOAzYIAYUU,

O  MACCUBHOU UHMPAONEPAYUOHHOU KPOBONOMeEpel ¢ 0OHOMOMEHMHbIM NeperueaHuem
OonbUUX 0OBbEMOB KOMNOHEHMO8 KPOBU

O  Hamuyuem Onyxojegvlx mpomoos;

o omcymcmeuem npeoonepayuoHHbIX npouUIaKMUYecKux Meponpusmull,
CHUNCAIOWUX PUCK MPOMOOIMOOTUMU.

Cpeou npoguraxmuyecKux Meponpusmuii 001HCHbI PaccmMampusamocs

2eNapuHONpoOQUIAKMUKA,  YCMAHOBKA — 6EHO3HLIX — MPOMOOYIAGTUSAIOWUX — 30HO0B.

Ilocneonee mooicem Ovimv 3aMpPYOHEHO U3-3A4 ONYXONE80U KOMNPECCUU HUNCHEU Mool

BEHbI.

Hapywenue xancynwr onyxonu npaxmuyecku 6 100% nHabno0enutl npusooum K Mecmusvim

peyuouseam AKP. IlpeyusuoHnocmes Manunyaayuil npu yOaieHuu Onyxoau s61aemcs yymo

JU He OCHOBHOU 3adauell Xupypea, Max KAk MeCMmHAs Onyxonesds OUCCeMUHAyusl

npakmuyecku ‘‘ceo0um Ha Hem’ 8ce YCUNUs 8 OMHOWEHUU BbINOIHeHUs: Ro-pesexyuu

[37-39].

Jlyuwue pezynomamul nevenus npu AKP docmueaiomes npu 8blnoaHeHuu npeeeHmuHoul

TUMPaAOeHIKMoMUU 80 8pemst Xupypeuveckozo emewamenscmea [40,41].
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Ilpu omcymcemeuu S6HLIX NPUSHAKO8 UHBA3UU 6 NAPEHXUMY WU 80poma NOUKU,
Heobxooumocmu 6 ‘npegenmuenoll”’  He@pIkmomuu (Hegppadperanrskmomuu), O
nOGbIUEHUS PAOUKATILHOCIU pe3eKyuu, Hem. JJocmamouna pesekyus Heupogol Kancyvl

noYKU ¢ omcmynjieHuem ont Kpaee onyxojiu Ha 2-3cm.

OHJocKkonuyecKyro aapeHaidKkTomuto pu AKP pekoMeH0BaHO BBINOJIHATH TOJBKO B
YUpEXKJIEHUHU, O00NajaromeM JOCTaTOYHBIM ONBITOM MOJOOHBIX  BMEIIATEIbCTB.
DOHIOCKOMUYECKH TOCTYN JoJkeH ObiTh orpanudeH | m Il cragumeit 3a0oneBaHus
(ENSAT). Ilpu Gonplmell pacrpOCTPaHEHHOCTH IMPOIECcCa IHIOCKOIMHYECKAs OTeparus
MPOTUBONOKA3aHa, TaK KaK BO3MOKHOCTH BBIITOJIHEHUS TUM(aIeHIKTOMUH U aJIeKBaTHOM
PEBU3UU U PE3EKLUU COCETHUX OPraHOB OTPaHUYCHA, PAJAUKAIBHOCTH BMEIIATEIbCTBA
COMHHUTEJIbHA.

YpoBenb yOeaurenbHocTH pexkomenaamuii - C  (ypoBeHb JOCTOBEPHOCTH
Jo0Ka3zarenbeTs - V).

Kommenrtapuu: Ocnosnas npobrema 1anapockonuueckol aopeHaiIKmomuu — 6blCOKAs.
yacmoma OucceMuHayuu OnyxXonu no OplowuHe nocie onepayuu, 8ciedcmaeue
UHMPAONEPAYUOHHO20 — NOBPENHCOeHUs — Kancyavl — onyxoau.  Hacmv  dKchnepmos
NPUOEPIHCUBAEINCS MHEHUS, YMO NpU pazmepe onyxoau bonee 5 cMm u/unu nooo3peHuu Ha
3/10KA4eCmeeHHOCMb ONYXONU N0 pe3yibmamam npedonepayuoHHo20 00C1e008anUs —
8EPOSIMHOCMb OUCCEMUHAYUU ONYXOIU NPU HAPYUWEHUU KANCYlbl 3HAYUMENIbHO Gblule,
yem npu omxpvimom emeuwamenvcmee [42-48). Heouckymabenohnvim nyHKmom OAHHOLU
peKoMeHOayuu AGNAemcs  CReyuarusupoBaHuslll Xapakmep YupexcoeHus U onvim

onepayuoHHol Opucaosi.

[Ipu pesektabenbHBIX (OpMax MECTHOTO PEIUAMBA WU MPHU COJUTAPHBIX/€TUHUYHBIX
MeTacTa3ax BO3HUKIIUX IOCHEe omepaiuu, noBropHas RO pesexius peKoMeHJoBaHa Kak
HanOosiee Y PEKTUBHBINA U MMPEATOYTUTETHHBIN BApUAHT JICUCHUS, TaK KaK 00eCcreuynBaeT
HanOoJiee JUTUTENBHBIA O€3pEeIMIUBHBIA TEPUOA WIH TPOJOJKUTEIHHOCTh JKH3HHU.
bespeunauBHelii mepuox Oomee 1 roma mocie MepBOM  omepaluu  SBISETCS
OJIaronpUATHBIM MPOTHOCTUYECKUM (PAKTOPOM MPHU XUPYPTUUECKOM JICUCHUH PEIIUIHNBOB
uiu metactazoB AKP.

YpoBenb yOeauTeqlbHOCTH pexkoMmeHganuii - B (ypoBeHp jgocToBepHOCTH
noka3zatesbets - 11D).

Kommenrapun: Yacmoma npoecpeccuposanus AKP nocne xupypeuueckozco neuexus 6
meuenue 5 nem oocmueaem 00 80-85%. Eouncmeennvim memooom, obecneuusaoumum

OnUMeNbHOe BbIXNCUBAHUE npu peuudueax uiu memacmasax ocmaemcsa noemopHas
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«paouxanvhasy, mo ecmv RO pesexyusa — ee 603modcHoCms cedyem paccmampueams y
Kaxco020 0OONbHO2O C Y4UemoM pacnpoOCMpaHeHHOCMU npoyeccd, 0cobeHHOocmell
npeovLOyuje2o Xupypeuiecko2o aedeHuss, OUoI02u4eckux 0cobeHHocmeti OnyxXoau, maKux

Kak cmenems 31o0kavecmeennocmu u memn pocma [49-52].

PexoMenyercsi BKIIFOYAaTh B MOP(OIOTUIECKOE MCCICIOBAHUE OIYXOJIHM HAJITOYCYHHKA

OJIHY U3 MPUHATHIX CUCTEM OaJTbHOM OLEHKHU 37I0Ka4eCTBEHHOTO MOTEHIIMAJIA OIMYXOJIH U

UMMYHHOTHCTOXHUMHYECKOE MCCIIEAOBAHUE ISl OLICHKH €€ OPraHHOW MPUHAIICKHOCTH.

[Ipy KOHCTaTalMM 3JI0KAYECTBEHHOTO IMOTEHIMANA OIMYXOJM NPUHIMITHATBLHO BaXKHA

ornlenka mnponudeparuBHoro uHAekca Ki-67 1jig OLIEHKHM NPOTHO3a arpecCUBHOCTH

3a00JIeBaHu.

YpoBenb yOeauTeqbHOCTH pexkomeHaamuii - A (ypoBeHb JOCTOBEPHOCTH

noka3zatesnbetB — 1D).

Kommenrtapuu: [locreonepayuonnas ouacHocmuxa. B Hacmosawee pems Haubolee

PACNpOCMpanena naneib no Kpumepusim ceemogoi mukpockonuu Weiss [53, 54].

Kaoicowuit uz 9 kpumepues oyenusaemcs 6 1 bann:

o  Buwicokuii saoepnuiti unoexc;

o Mumomuueckuii unoexc 6onee 5% 6 500 nonsax 3penust;

o  Amunuyeckue mMumo3swi,

o bonee 75% 203unogunvuvix Kiemox 6 onyxoau,

o  Hecmpyxmypuposannocmu 6onee 1/3 onyxonu,

o Hexpos3wi,

o  Onyxonesas 6eHO3HAsL UHBA3US;

o  Onyxonesas cuHycouoanbHas UHBA3USL,

o MUnsazus 6 kancyny.

Ilpu nabope 3 6annoé u 6onee no Weiss-wikane gvicmasnsiemcs ouacnosz AKP.

Cywecmeyem anvmepHamusHas no noocyemy 0an108, OOHAKO CX0XCAs NO HAbOpy

napamempog ceemogou muxpockonuu cucmema van Slooten u coasm. [55] Ons

ougepenyuposku 00OPOKAUECMBEHHBIX U 3/I0KAYECMBEHHbIX AO0PEHOKOPMUKAIbHBIX

onyxoJetl, namenb 6kI0Yaem 8 cebs OYeHKy CledyIowux napamempos:

O obwupHble  pecpeccusHvle  UBMEHEHUs  (HeKpo3,  KpOGOUBNUAHUS, — Pubpo3,
Kanvyuguxayus) 5,7 6ann08;

O  nomeps HOpMAIbLHOU cmpykmypul 1,6 bannos;

o s0epnas amunus 2,1 6annos;

O  sAdepHuas eunepxpomus 2,6 6annos;
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O  HempasunvbHbvle A0pviuku 4,1 6annos;
O Mumomuyeckas akmusHocms (=2 6 10 nonsx 3penus npu 6oavuiom yeeruvenuu) 9,0
bannos;
O cocyducmas unu kancyivHasa uneazus 3,3 oanna;
L'ucmonoeuweckuii unoexc >8 no wxane van Slooten KoHcmamupyem 6blCOKUL
3/10KAYECMEEHHbIL NOMEHYUAT ONYXOAU HAONOYEYHUKA.
CpasnumenvHoe  uzyuenue  OUACHOCMUYECKOU  YEHHOCMU  OALIbHOU — OYEeHKU
NepevUCieHHbIX CUCTEeM HEeCKOIbKO OMIAUYAemcs y PAasHulX uccieoogameinel, 0OHAKO
00KA3aHA HeCOMHEHHAs Nob3a ux npumenenus [56, 57], uyecmeumenvnocmov wikan 8
omuowenuu AKP u memacmazos cocmaensem oxono 92% u snauumenvHo eo3pacmaem
npU UCNONL30BAHUU KOHCUTUYMA NATNOLO208.
Ilpy  comHumenvHoOl  OpeaHHOU  NPUHAONEHCHOCMU  UIU  HEONpeoeieHHOM
3]10Ka4ecCmeeHHOM NomeHyuale Onyxoau eedyuee 3HadeHue npuodbpemaem HI'X
uccreoosanue. Haubonee uacmo ¢ 3moii yenvio UCNONb3VIOM OYEHKY UHMEHCUBHOCMU
akenpeccuu 6enxka pS53, Ki 67, karepemununa, yumoxepamunos 8 u 18, eumenmuna,
uneubuna o, menana A, cmepouonozo peyenmopa xkoakmueamop-1 (SRC-1), npomeuna
S-100, Pax8, xpomoepanuna A, neiipocneyuguueckoii 5Ho1a3vl, CUHANMOPDUIUHA.
IIpeomemom Ouckyccuu A61AI0C NPOSHOCMUYEcKoe 3HadeHue Koauvecmea Weiss- unu
van Slooten- 6annos, oonarko 6annbhas cucmema napamempos ceemooil MUKPOCKONUU 6
Kauecmee npocHOCMUYecko20 Kpumepus ycmynaem nponaugepamugnomy unoexcy Ki-67.
IIpu nosviwenuu unoexca Ki-67 oonee 10% eepoamnocms peyuousa AKP nocne RO-
pesexkyuu cocmasnsiem He menee 80%. Ilpoenocmuueckoe sHauenue Opyeux Mapkepos
UT'X 6 omnowenuu AKP 6 nacmoswuti MOMEeHmM HAXOOUMCs 8 CMAOUl UCCAe008aAHUSL U

HAKONJEHUs AHATIUZUPYEeMOc0 mamepuaid.

3.2 Xumuorepanusa AKP

[Tocne Bemonnenuss RO-pezekumu no mnoogy AKP mpu Ki-67 6Gonee 10%
pEeKOMeH/1yeTcsl MPOBeJIeHUE aJbIOBAHTHOTO JIedeHUs1 opTo-napa-DDD (cuH.: MHUTOTaH,
JU30/IpeH, XJOAWTAaH). YPOBEHb Tpemapara B KpPOBH TpeOyeT MOCTOSHHOTO
7a00paTOPHOTO  MOHHTOPUPOBAaHUS M, TPU  YCIOBUH  €r0  TMEPEHOCHMOCTH,
PEKOMEH/I0BaHHBIN JUana3oH TepareBTHUYECKON KOHIIEHTpaluu coctanister ot 14 1o 20
mr/1. [Ipu orcyrerBum pernuBa AKP anbroBaHTHOE JeueHHE TPOBOIUTCS OT 2 110 5 JIeT.
YpoBenb yOeauTeqlbHOCTH pexkoMeHganuii - B (ypoBeHp jJocToBepHOCTH

nokasarenbets - D).
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KommenTtapuu: B 2004 2. no pewenuio EMA (European Medicine Agency) 6 kauecmeae
bazoeo2co npenapama oas aevenus AKP npeonoscen 1 - (2-xnopgpenun) -1 - (4-
xnopgpenun) -2,2-ouxnopsman, (o, n-DDD, mumoman, nusoopen, xnooumawn). Omo
€OUHCMBEHHDbIL, 6 Hacmosujee epems 0Oe3alIbmepHaAmuHbvlll no  d¢hgexkmusnocmu
npenapam, cneyupuuHo Oeucmseyrwull Ha NYYKO8YI0, YACMUYHO Cemuyamyro 30HY, U
NPUBOOAWUL K KIEeMOYHOU 0e2eHepayul KOpbl HAONOYEUHUKA, NPU IMOM, He 3ampacusds
K1yooukoeyo 3omy. Hapsady ¢ npomusoonyxonesvbim —8030elicmeuem, MUmoman
nospesicoaem 6HYMpUKIEMOouHble (epmenmyl, yuacmeylowue 6 CUHmese Cmepoudos,
maxkum obpaszom, CHudxicaem UHMEHCUBHOCMb HAONOYEYHUKO8020 cmepoudozeHe3a [58,
59].

Ilpenapam ucnonvsyemcs 6 kawecmee 0CHO8HO20 cpedcmea xumuomepanuu AKP ¢ 1970
200a (pexomenoosan FDA — Agency of Food and Drug Administration USA)
gvinyckaemcs ¢ madnemxax no 0,5 2 noo nazeanuem Lysodren — komnanus HRA Pharma
(Paris, France) u Mitotane — komnanusn Bristol Meyer Squibb (New York, USA). Ha
Hacmosawul momenm npenapam 6 Poccuu me 3apecucmpuposan, oOHarko, 6 meueHue
noumu 20 nem oo 1989 2. 6 6wvisuwem CCCP ycnewno npumeHsIcs Npou3800UMblil HA
Vxpaune xnoouman.

B ceazu ¢ 6o3mooicnocmoio 610Kuposames cunmes Kopmu3ona u ONACHOCMbIO Pa3eumus
OCMpOU  HAONOYEUHUKOBOU HeOOCMAamoYHoCmu, 0OO0NbHble, NOAYYaAOWUe MUMOmat,
HYHCOQIOmEs 8 3amecmumenshol mepanuu 2niokokopmuxouoamu (IIpunoscenue I).

Ilpu pezexmabenvuvix onyxonsx (R0-pezexyuu) 6 kauecmee aovlO8AHMHOU mepanuu
OUEBUOHOE NPEUMYUWecm8o MUMOMAana HAaAbI00aemcss Npu OOCMUNCEHUU 8 KpPOBU
yenesoco OuanazoHa Kouyeumpayuu (>14 me/n) (MHoO2OyeHmpogoe ucciedosanue
ADIUVO). Ilpu Ro-pezexyuu uepe3z 35 neoenv ¢ momenma onepayuu y 50% 601vnbix, He
NOAYYAIOWUX IPheKmuUsHyI0 a0bIOBAHMHYI0 MEPANUI0, OMMeUaAencst MECMHbIL Peyuous
U MEemacmaswl, 8 Mo 8pemMs Kaxk npu d¢h@dexmusHol KOHYeHmpayuyu MUmMomana 6 Kpoeu
Ha 3MoM Cpoke npoepeccust bonesnu ommeuaemcest moavko y 32% nayuenmos [60-63].

Ilpu mynemuyenmposom ananuze 3pgexkmusnocmu mumomana y 246 601bHBIX
pacnpocmpanentuvimu popmamu AKP (IV cmaouss ENSAT) 6 26% nabarodenuti ommeuen
obvexmuenwviti omeem ¢ coomsemcmeuu ¢ kpumepuamu RECIST (11 6onvbHblx — noaHwlil
omeem, 52 — yacmuunwiii omgem) [64]. Eciu paccmompems omoenvhvie nyoiuKayuu 6He
MYTbMUYEHMPOBBIX UCCAe008AHUL, MO HA O00CMAMOYHLIX OOIbLWUX 6blOopKax (75
nayuenmog ¢ pacnpocmpanennvim AKP) onucana onyxonesas peepeccusi 6onee wem y
60% OonbHbLIX, 6 mMOM clyyae, Ko20a ObLIA OOCMUSHYMA MepanesmuyecKdsl

KOHyeHmpayusi mumomana (bonee 14 me/n) [65]. Hyxcno ommemums, uymo 8
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OOoNbUUHCIEE UCCTIEO08AHUIL NO 3d)d)el<muenocmu Mumomana npu pacnpocmpanHerHblx

Gopmax AKP ommeuaiomces ciedyiowue ooujue meHOeHYuu U 6b1800blL.

CIYYau NOAHO20 U3NIEYEHUsI UMEIOM MEeCmO, HO ABNAIOMCA KPAliHel peOKOCmbIO,
yacmuuHelll  UIU  NOJHBILL  ONYXO0/esvlll omeem 6 nooasiaouem OONbUUHCIEE
ommeuyaemcs y NAyueHmos ¢ OOCMUNCEHUEM mMepanesmuyeckol KOHYeHmpayuu
mumomana 6 kposu [66—69].

He3a8UCUMO OM OOCMUICEHUS Yele80U Mepanesmuieckoll KOHYeHmpayuyu ommeyaemcs
yeenuuenue obweli evlocusaemMocmu, 0onee OIUMENbHOU NPU YeNesblX 3HAUEHUSX
mumomana 6 kposu [70-17].

Ha ¢)oHe nmpuema MUmMomaHa 8 OONbUIUHCMEE HAOIIO0EHUl yO0aemcs KOHMPOIUPO8amb
NpOsGIeHUS. CUNEPKOPMUYUIMA.

oocmudiceHue Yeneoll KOHYeHmpayuu MumomaHa 8 Kpo8u He 6ce20d 3asucum om
NpUHUMAeMoll 003bl npenapama, 6 0o0buiell CmeneHu 3asucum om KyMYIayuu 003w,
CBA3AHHOU C ONUMENbHLIM NEpUoOOM NOJVIHCUSHU Npenapama, umo O00KA3bleaem
HeoOX00UMOCmb  MWAmMenbHo20  MOHUMOPUHeA  VPOBHA MUMOMAHA 8 Kpoeu U
nocmMosHHOU Koppekyuu 003vl [68,69].

MUMOMAH umMeem Y3Kull mepanesmuieckuti Ouana3on 003UpO8AHUs, O02PAHUYEHHbIl, C
OOHOU CMOPOHBL, HE0OXO0OUMOCMbIO DbICIMpeliuie20 O0CMUNCEHUSL MePaAnesmuyecKoll
KOHYyeHmpayuu npenapama 6onee 14 me/n, ¢ opyeoi — nepenocumocmoio npenapama. B
yenesvix KOHYeHmMpayusx wacmoma nobounsvix sgpgexmos cocmasnsem ne menee §0%
Habmooenuti  (Munumym 1 noboumsili  2¢hghexm), UHMEHCUBHOCL U  AMAIUMYOA
HedCeNamenbHblX KIUHUYECKUX NPOsGNIeHUli Hapacmaem ¢ NpoAGleHUsMU KyMYTAYUU
003bl, NPOSIGLEHUSL UCUE3AIOM C OMMEHOU npenapama (cm. mab. “‘nobounvie s¢pghexmoi ™).
VMeHbUleHUe YPOBHA  2IHOKOKOPMUKOUOO8 8 KPOBU  CBA3AHO He MOIbKO C
AOPEHONUMUYECKOU aKMUBHOCIbIO MUMOMAHA, HO U C €20 UHOVKYUel Ne4eHOYHO20
Kaupenca cmepoudog [78], 6 cea3u ¢ uem HeoOXO0UMO MUHUMYM OBYKPAMHOE
yeenuduenue CMAHOAPMHOU  003bl  3AMEeCMUMENbHOU  mepanuu  HAONOYeUHUKOBOU
Hedocmamoynocmu. Hedocmamounas 0o03a 3amecmumensHOU mMepanuu CHUMicaem
NEePeHOCUMOCMb MUMOMAHA U YMAdCeasem e20 N0O0YHbvle IhdeKkmul.

Taxkum obpazom, MumomaH NOKA3AN 3HAYUMENbHYIO IDdeKmueHocms 8 OMHOULEHUU
bespeyuousHoll gvlocusaemocmu nocie Ro-pezexyutl u ynyuwenue nokazameneti oowetl

gvlorcueaemocmu npu pacnpocmparnennvix popmax AKP.
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3.3 IluToTOKHMCUYECKAS Tepanus

e [lanuentam c HeonepaOenbHbiM AKP, HammuneM pacnpocTpaHEHHOIO METACTaTUYECKOTO
mpouecca I0CJI€ PE3EKLUUM MEPBUYHONW OIYXOJM, OBICTPBHIM IPOTrPECCUPOBAHUEM
3a007IeBaHU PEKOMEHAYETCS Ha3HAa4aTh LHUTOTOKCHYECKYIO TEpamuio 10 CXeMe
ATOMO3UJ, JOKCOPYOHMIIMH, IMcIUIaTHH, MuTOoTaH (cxema EDP-M). Ilanmentsl c
HEBBICOKOW OITyXOJICBOM HArpy3kod M MEIJICHHOM Mporpeccueii MOryT B KauyecTBE
MEPBUYHOTO JICYCHUS HAXOAMTHCS HAa MOHOTEpAMM MHUTOTAaHOM B KOMOWHAIIUU C
BO3MO>XHBIMU MECTHBIMH [IUTOPETYKTUBHBIMU WM PAJIHOIOTHYECKUMH METOIAMHU.
YpoBeHnb yOeauTeqbHOCTH pexkoMeHgamuii - B (ypoBeHp gocToBepHOCTH
nokasarenbets - 11b)

Kommenrtapuu: Ha monexynsapuom ypoeue npu AKP eviaensemcs evicokuili ypoeensv P-
anuxonpomeuna (6 nekomopwix ucmounuxax — MDR-1 multydrug resistance), ¢ komopwim
CBA3bIBAIOM  PE3UCTNEHMHOCMb ONYXOIU K XUMUOMEPANeSmu4eckomy 8030eLlcmsuio.
Omom  6enox  ynxkyuonupyem, kax ATD-3a8ucumas nekapcmeeHHAss NOMNA,
mpancnopmupyiowas U3 Kiemku 2uopogodHble yumocmamuyecKue npenapamol.
Hopmanvnas mrans Kopvl HaonoueyHuka npouzeooum 0Ooabuioe Koauvecmeo P-
2NIUKONPOmMeuna, u 3ma cekpeyus coxpausemcs 6 oonvwuncmee AKP [79-82]. Xoms
Hanuyue P-enukonpomeuna A6nsemcs  8epOAmMHOU U CYWECMBEHHOU  NPUYUHOU
Mynvmunekapcmeennou pesucmenmuocmu 6 AKP, marxoce ecmv P-enuxonpomeut-
He3a8UCUMbLE MEXAHUZMbL MYTbMUIEKAPCMEEHHOU Pe3UCIEeHmHOCMU, KOmopble MO2Ym
00bsACHAMb  HedpGeKmusHocms He MOAbKO 2UOPOPOOHLIX, HO U UOPOPUILHBIX
JlekapcmeeHHbx cpedcme muna yucniamuna [83].

Haubonee ycnewnvim couemanuem npenapamosg NOIUXUMUOMEPANUU  NPUSHAH
“umanvanckuil” Npomokon: 6 Kauecmee COCMAGIAIOWUX UCHONb3VIOMCS 9MON03UO,
00KCOPYOUYUH U YUCNIAMUH, HA (hOHe NOCMOAHHO20 npuema mumomana (cxema EPD-M.
HUccneoosanue FIRM-ACT sxnouano 304 nayuenma ¢ pacnpocmpaneHHbiM 8apUaHmom
AKP. Ilpu cpasnenuu wacmomor omeema na mepanuio EPD-M 6 cpasnenuu co cxemou
cmpenmosomoyun+mumoman (S+M) nokasana docmosepno 6o.ee 8blCOKAsL uacmoma
omeema na EPD-M: 23,2% npomus 9,2% na S+M (P < 0,001), u 6onvuiee epems
cmabunuzayuu 3ab6oneeanus (5 mec. npomug 2), HO He NOKA3AN0 3HAYUMBIX PA3TUYUL 6
obwetl svixcusaemocmu (14,8 mec. npomus 12,0) [84].

Pesxcumovl xumuomepanuu, npumensemvle 6 1 1uHuU 1eyeHUss pacnpocmpaHenHo20 paKd
KOPbl HAONOYEUHUKOB NPedCcmasienvl 8 madauye 2.

Tabnuna 2. PexxuMbl XUMHOTEpaIuy, NMpUMEHsieMble B 1 JIMHUU JICYEHUS PacIpOCTPAHEHHOTO
paxa KOpbl HaIMOYCYHHKOB
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Cxema xumuomepanuu EDP-M:

. smonozud 100mz/m® 6/6 2-4 OHU,

dokcopybuyun 40me/m® /8 1 denv,

YUCNIAMUH 40me/m’ 6/6 3u 4 OHU,

MUMOMAH edceOHe8HO 6 003e, 0becneuusaroueli e2o cO0epI’canHue 8 Cbl8OPOMKe KpogUu Ha
yposue 14-20 mxe/mn 6e3 nepepvléa melHcoy YuKIamu Xumuomepanuu.

Kypc xumuomepanuu noemopsiemcs kaxcovie 28 ouetl.

1. smono3ud 100 m2/m* é/6 5-7 OHU,
dokcopybuyun 20 me/m* 6/6 1 u 8 onu;
yucniamun 40 me/mle/elu9 OHU,
MUMOMAH eXceOHe8HO 6 003e, 0becneuusaroueli e2o cO0epI’HcaHue 8 Cbl8OPOMKe KPogU Ha
ypogue 14-20 mxe/mn 6e3 nepepvléa meHcoy YUKIamu Xumuomepanuu.
Kypc xumuomepanuu noemopsiemcs kaxcovie 28 ouetl.

e B kauectBe Tepanuu 2 JMHMM OOJBHBIX pacrnpocTpaHeHHbIM AKP pexomennoBaHa
KOMOMHAaIMsI TeMiuTaduHa u GroprmupuMuanHoOB (5-hTopypaiin ik KaneuuTaduH) Ha
¢doHe mpoaoiKaroIErocs mprueMa Mmurorana [85].

YpoBenb y0eaMTEIbHOCTH peKoMeHaamuii - B (ypoBeHb J0CTOBEpHOCTH
noka3atenbeTs - 11D)

Peoicumvl xumuomepanuu, npumensiemvie 60 2 TuHUU JleUeHUs PACNPOCMPAHEHHO20 PAKA
KOPbl HAONOYEUHUKOB NPedCmasienvl 6 madauye 3.

Tabnuna 3. Pexumbl XUMHOTEPANUU, TPUMEHSEMbIE BO 2 JIMHUU JIE€UEHUS PaclpoCTPaHEHHOTO
paka Kopbl HAJIIOYEYHUKOB

eemyumabun 800 me/m? 6/6 1, 8 Onu kasicovie 21 denn;

S-¢pmopypayun 200 Me/m? 6/8 edrcednesHo 0o npozpeccuposanus 3a001e8anusl;

MUMOMAH eHCeOHEBHO 6 003e, 00eCneuUBarwell e2o Co0epI’canue 6 CblBOPomKe Kposu Ha yposHe 14-
20mxe/ma.

eemyumaoun 800mz/m* 1, 8 Onu xasicovie 21 denn;

kaneyumabun 1500me/cymxu 6nympv exceoOHe8HO 00 Npocpeccuposanusi 3a001e6aHUs,

MUMOMAH eHCeOHeBHO 6 003e, 00eCneuusarwell e2o co0epI’canIe 8 CleOPoOmKe Kposu Ha yposHe 14-
20 mxe/ma.

. TapretHas Tepanus B HacTOsIIEE BpEeMs HE PEKOMEHIOBaHa JUIsl JICUYEHUs
O0onbHBIX pacmpocTpaHeHHbIM  AKP, T.K. pe3ynabTarhl psdjga HUCCIENOBaHMM O
BO3MOXXHOCTH NPUMEHEHHs MpenapaToB 3TOro Kiacca MpHU paclpocTpaHEeHHbIX (popmax
AKP nmpoaeMoHCTpUpOBaJid  HEYIOBJIETBOPUTENbHBIE pe3ynbTarhl (Tabnuma 6,
npuioxenue I') [86].

YpoBenb yOenuTeqbHOCTH pexoMeHaamuii - B (ypoBeHb J0CTOBEPHOCTH

nokazatesbeTs - 11D)

KommenTapun:

Onpedenennvie HA0eHCObl CEA3ANBI C HOBbIM NPENAPAMOM UMMYHOMEPANUY A8eTYMAOOM,
onokupyrowum Ha onyxonesou kiemxe nueano PD-LI1. B uccneoosanuu | ¢azer uz 19
NayueHmos, NOIYUArWUX npenapam nocie NPocpeccupo8anuss Ha NAAMUHOCOOEPHCAUUX
cxemax xumuomepanuu, y 08yx ommeden yacmuunsii s¢ppexm (10,5%). Cmabunuzayus

bonesnu Habmooanace y 5 nayuenmos (26,3%,). Meouana epemenu 00 npoepeccuposanus
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cocmasuna 7,6 nedenv (95% CI: 5.9, 23.9), sviowcusaemocmov 6e3 npozpeccuposanusi 6
meuenue 12 nedenv — 30.3% (95% Cl: 12.3, 50.7) [87].
Hanvhetiwuil  ycnex 0y0ywux uUccie008anull C8sA3aH ¢ NOHUMAHUEM MOJIeKVIAPHO-

2EHemUYecKux 0CHo8 pacnpocmparenusvix gpopm AKP.

3.4. JlucTaHIHOHHAA JyUYeBas Tepanus

e Jlucrannuonnas aydeBas teparnus (JJIT) pexkoMeHmoBaHa B KauyecTBE MaTMATHBHON
Tepanuu npu mMetacrazax AKP B kocTu u neHTpanbHyto HepBHYIO cucreMy (30—40 I'peit)
[88].

YpoBeHnb yOeauTeqbHOCTH pexkoMeHgamuii - B (ypoBeHp gocToBepHOCTH
nokasarenseTs - D).

Kommenrapuu: B nacmoswee epems ucciedyromcsi 603MONCHOCMU KOHGOPMHOU
ayuesou mepanuu ¢ 3D-nranuposxoil kax npu nepesekmabenvbHulx hopmax 3a001e8aHusl,
mak u 8 Kauecmee OONOIHUMEIbHO20 Memoodd MeCmHO20 6030eUcCmsus nocie

HepaouKaibHo2o xupypeuiecko2o nedyenus: [89].

4, PeaOniuranus

e PexomeHzyercs MPOBOJUTH PpPEaOMIUTALUIO, OPUEHTHPYSICh Ha O0OLIMe MNPUHIIMIIBI
peaduauTalM MAllMeHTOB IOC]E MPOBEIEHHBIX XUPYPrUYECKUX BMEIIATENbCTB W/WIH

XUMHUOTCPAIIUU.

e PeaOunuranuio OONBHBIX, OTIEPUPOBAHHBIX MO ITOBOLY TOPMOHAIbHO-AKTUBHOM OIyXOJIH,
PEKOMEH/I0BAaHO HANpPaBUTh Ha MPOQUIAKTUKY HaJIMOYEUHUKOBOW HEJIOCTAaTOYHOCTH B
MoCJenepalioHHOM MEPHOIE.

VYpoBenbp yOenureqbHOCcTH pexkomenHaamuii - C  (ypoBeHb JOCTOBEPHOCTH

noka3zatenbetB — V)
5. lonoJiHuTEIbHAS HH(OPMAIUSA, BIUAIOIIAS HA TeYeHHe U UCXO/]

3a00J1eBaHusA
Ilpoenoz npu AKP 6 ocnoénom 3asucum om cmaouu 3a001e6aHus: S-1emHsis
svlocusaemocmo npu I cmaouu — cocmasnsiem 60%, ona 1l cmaouu 58%, npu Il — 24%, npu IV
— 0 —  coomsemcmeenno. Obwas, HEPAHICUPOBAHHASL NO  CMAOUAM,  NAMUIEMHSL

svlocusaemocmo Konedremes om 16 0o 38%. Meouana obweti svidicueaemocmu npu IV cm.

menee 12 mec [90-94].

25



Ilpu pacnpocmpanennvix ¢opmax 3abonesanus (6onree 40% OonbHLIX HA MOMeHM
OUACHOCMUKU) 3HAYUMETbHOE OMPUYAMENTbHOE 6IUAHUEe HA CPOKU GbIJICUBAHUS OKA3bI8AEm
CUHOPOM SUNEPKOPMUYUIMAL.

Onpedenennvlii. onmumuzm cesa3an ¢ pazpabomxoiu "cmaunoapma' xumuomepanuu, u
passumuem HOBbIX NOOX0008 8 XuMUomepanuu (8030elucmeue Ha ONyxoJlesvlii AHSUO2EHE3,
nosgienHue HUKOMONEKVIAPHBIX UHSUOUMOPO8 (hepMeHmOo8, UMMYHHble U 2eHemuuecKue

Memoobl 8IUAHUSL HA ONYXOJIeGblll POCH).
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Kpurepuu oneHky kayecrsa MeJUIMHCKON OMOLIU

Kpurepuii kayecrBa

YpoBeHnb
JAOCTOBEPHOCTH
A0KA3aTeJNbCTB

YpoBenb
y0eauTeJIbHOCTH
pexoMeHxanui

Ha sTane ucxoaHON TUArHOCTHKU BBITOTHEHBI
UCCJICIOBAaHMS:  YPOBCHb KOPTH30JIa KPOBH
nocie 1 Mr JIeKCaMEeTa30HOBOIO  TeCTa,
ypoBenb  0OazampHOoro  AKTIT  kpoBwy,
MeTaHe(PUHBI U HOpMETaHE(PUHBI CYTOYHON
MOYH/TITIa3MBI

Ib

A

Bemonmneno KT ¢ koHTpacTHpOBaHHEM
HAJIMOYEYHUKOB C OIpPEACIICHUEM IIJIOTHOCTHU
nmo HU mnst ompeneneHust 3710Ka4eCTBEHHOTO
MIOTEHIIMAaja

Beinonneno BU3YyaJIU3UPYIOLIEE
HCCIIEIOBAaHUE OPraHOB OPIOIIHOM U IPYAHOMN
IIOJIOCTEH Ul OLIEHKM METacTaTHYECKOIO
mporecca  (KT/muddysmonnoe MPT/TIDT-
KT)

Ib
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Fassnacht%20M%5BAuthor%5D&cauthor=true&cauthor_uid=19402169
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pfreundner%20L%5BAuthor%5D&cauthor=true&cauthor_uid=19402169
https://www.ncbi.nlm.nih.gov/pubmed/19402169

IIpunoxenue Al. CocraB pado4eii rpynnsl
Menbanyenko ["anuna A(i)aHacr,eBHa1 akaneMuk PAH, noktop Men. Hayk, mpod.
Crumnau NBan COKpaTOBI/I‘IZ,‘{J'IeH-Kopp. PAH, noxtop men. Hayk, mpod.
I'opbynosa Bepa AH):[peeBHaz, JTOKTOp MeIl. HayK, Ipod.

AnekceeB bopuc SIkoBIIEBHY", JOKTOp MeIl. HayK, pod.
benbuesnu Jmutpuii FepMaHOBqu, JIOKTOP M. HayK, Ipod.
Konomeiinesa Anuna AHI[peeBHaZ, KaHJ. MeJl. HayK

boxsan Baran IOpI/IKOBI/I‘-IZ, KaHJ. MeJl. HayK

Paiixman Anuna Onerosna

© 0 N o O b~ w0 DR

Ky3nenos Hukonait CepreeBqu, TOKTOp MeJl. HayK, pod.
10. ’KyxoB Huxomnait BHa,Z[I/IMI/IpOBI/I‘{3'5, KaHJ. MEJl. HayK

Lorey “OHIOKpUHOJIOTHYECKUI Hay4HbIH LIeHTp” M3 PO
2 ®I'BY “PocCHiiCKHii OHKONOTHYECKHIA HayuyHbli 1neHTp uMm. H.H. bnoxuna” Munsapasa
Poccun
3 ®I'BY “MoCKOBCKHiA HAy4YHO-HUCCIIEI0BATEICKUI OHKOJOTMYECKUN MHCTUTYT uM. [LA.
I'epuena” M3 PO
*TBOVY BIIO “Ilepbiit MockoBckuit I'ocynapcrsennbiii YuausepcuteT uM .M. Ceuenosa” M3
P®
> OI'BY OHKI] /lerckoii reMaToJIOrMH, OHKOJIOTUX U UMMYHoJsIoruu uM. J[.Porauesa M3 P®

JU1s OKOHYATEeNbHOM pelakluu M KOHTPOJII KadecTBAa PEKOMEHJAIMHM ObLIM MOBTOPHO
[IPOAHAIM3UPOBAHbl WIEHaMU paboueill TpyMNIbl, KOTOPbIE NMPUILUIM K 3aKJIIOUEHUIO, YTO BCE
3aMeyaHusl 1 KOMMEHTapHUH 3KCIEPTOB MPUHATH BO BHUMAHHUE, PUCK CUCTEMAaTUYECKUX OIIMOOK
npu pa3paboTKe peKOMEHAAlN CBeJIeH K MUHUMYMY.
VY aBTOpPOB U 3KCNEPTOB HE ObUIO KOH(IIMKTAa MHTEPECOB NPU CO3JAaHUM KIMHUYECKHUX

PEKOMEH Taln .
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I
Mertoapbl, UCTIONBb30BaHHbIE Ul cOOpa /CeNeKIMN 10Ka3aTeIbCTB: OMCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX 10 K/IIOYEBBIM CJIOBaM, CBSA3aHHBIM aJPEHOKOPTUKAJIBHBIM PpaKkoM H
COOTBETCTBYIOILIMMHU  pa3fellaMud  KIMHUYECKUX pekomeHaauuid. OneHka KayecTBa U
PEJICBAaHTHOCTH HalICHHBIX UCTOYHUKOB (Agree).
Onucanue MeTOJOB, HCHOJIb30BAaHHBIX [UId cOOpa/CeNeKIUu 0Ka3aTeabCTB: J10Ka3aTeIbHON
6a30i U1l peKOMEHIAIMH ABISIOTCA MyOauKanuy, Bouleamue B KoxpaHoBckyro OMOIMOTEKY,
6a3bl janasix EMBASE u MEDLINE, e-library. I'myouna nmoucka cocrasisiia o 40 jer.
MeTo/1b1, NCIIOJIB30BAHHBIE JUI OLIEHKU YPOBHS J10KA3aTEIbCTB:
»  KoHceHcyc 3kcnepToB,;
*  OrneHka 3HAaYMMOCTH B COOTBETCTBHH C YPOBHSAMU J10KA3aTEIbHOCTH.
[leneBast ayAMTOPHSI TaHHBIX KIMHUYECKUX PEKOMEHAALINMN:
1. Bpauu - onxosnoru (yposiaoru, Xupypru, XuMUOTEpaneBThl);
2. Bpauu - s3H10KpHHOIIOTY;
3. Bpauu snyueBoil TMarHoCTUKY;
4. Bpauu — naTojIoroaHaTOMBI;
5. Bpaum obmieli npakTuky (ceMelHbIe Bpayun).

Ta6auma II1 — YpoBHU TOCTOBEPHOCTH JOKa3aTeNbCTB B COOTBETCTBUHU C KiaccUUKalMen
ATEHTCTBA IO MOJUTUKE MEIUIIMHCKOTO0 00cyxuBanus u uccienaoannii (AHCPR, 1992)

YpoBHuU

AOCTOBEPHOCTH Onucanue

A0KA3aTeIbCTB

la JlokazaTenbHOCTb, OCHOBAHHasd Ha METa-aHAIM3e  PaHAOMA3HPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIIEIOBAHUH
JlokazaTrenbHOCTb, OCHOBaHHast KaK MUHUMYM Ha OJIHOM

Ib paHIOMU3HPOBAHHOM  KOHTPOJHMPYEMOM  HCCIENOBAHUM C  XOPOIIUM
JIA3aITHOM

lla Jloka3aTenpHOCTh, OCHOBaHHAs KaKk MHUHUMYM Ha OJHOM KpYITHOM

HCPaHAOMU3HUPOBAHHOM KOHTPOJIUPYCMOM HCCICAOBAHUN

m Jloka3arenbHOCTb, OCHOBaHHast Kak MHHUMYM Ha OJHOM
KBa3UAKCIEPEMEHTAILHOM UCCIENOBAHUM C XOPOIIUM JU3aHHOM

Jloka3aTenbHOCTh, OCHOBaHHAs Ha HEIKCIEPUMEHTAIbHBIX OINMKUCATEIbHBIX
1 HCCIIEIOBAHUAX C XOPOIIMM JIM3aliHOM, THUIIA CPABHUTEIBHBIX UCCIEI0BAHUM,
KOPPEJSIMOHHBIX UCCIICIOBAHUIN U UCCIIEIOBAHUMN CIy4ail-KOHTPOJIb

; Jloka3aTeNbHOCTh, OCHOBAHHAs HA MHEHUU JKCIIEPTOB, Ha OIBITE WJIM MHEHUU
aBTOPOB

Tadoauuna T2 — YpoBHU yOeIUTETHHOCTH PEKOMEHIAIMK B COOTBETCTBUH C Kiaccuukamen
ATEHTCTBa UCCIIEIOBAaHUN U OIIEHKU KadecTBa MeauIMHCKOro oocuyxkubanus (AHRQ, 1994)

Yposennb YpoBHHU
y0enuTeabHOCTH JAOCTOBEPHOCTH Onucanne
PeKOMEH AU JA0Ka3aTeJbCTB
A |a, |b I[OKEB&TCJIBHOCTB, OCHOBAaHHAad Kak MUHHUMYM Ha
OJIHOM PaHJOMHU3UPOBAHHOM KOHTPOJIHUPYEMOM
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YpoBeHb YpoBHHU
y0eauTeJbHOCTH JAOCTOBEPHOCTH Onucanue
peKOMeHIaluH A0KAa3aTeJbCTB

UCCJIEOBAHUH C XOPOIIUM JU3alHHOM

Jloka3arenbHOCTh, OCHOBaHHasT Ha  XOPOLIO
B la, llb, 11 BBIIIOJIHEHHBIX HEPaHJAOMU3UPOBAHHBIX
KJIMHUYECKUX UCCIIEI0BAaHUSX

Jloka3aTrenbHOCTh, OCHOBAaHHAs HAa MHEHHH
JKCIIEPTOB, HA ONBITE WJIA MHEHUU aBTOPOB.
Vka3piBaeT Ha  OTCYTCTBHE  MCCIEHOBAaHUM
BBICOKOT'O Ka4€CTBa

C v

MeToabl, UCHOJb30BaAHHbIE ISl (DOPMYJUPOBAHUS PEKOMEHJAANMHA — KOHCEHCYC
AKCHEPTOB.

IKoHOMHMYECKHI aHAJIN3

AHanu3 CTOMMOCTH HE NpPOBOAWICA U MNyOnuKamuu 1o (PapMakOdIKOHOMHUKE He
AQHAJIU3UPOBAIIUCH.

MeToa BaiuAu3aMU PEKOMEH 1Al uii:

e  Bnemnss skcnepTHas olieHKa

e  BHyTpeHHss SKCIIEpTHAs OLEHKA

Onucanue MeToa BAJIUAN3ANUN PEKOMEH AL :

Hacrosiue pexkomenaauy B mpeiBapuTeIbHON BEPCUU PEIICH3UPOBAHBI HE3aBUCUMBIMH
OKCIIEPTaMU, KOTOPBIE TMOMPOCHIA TMPOKOMMEHTHUPOBATh, TPEXKJIE BCETro, HACKOJIBKO
MHTEpIpEeTalys J10Ka3aTeNbCTB, JIEKAIUX B OCHOBE PEKOMEHIallUi, OCTYITHA JIsl HOHUMAaHHUS.

KommenTapum, mnoiydeHHbIE OT SKCHEPTOB, TIHIATEIbHO CHUCTEMATU3UPOBAIUCH U
oOcyxJanuch mpejacenareneM M uyieHamu paboued rpynmbl. Kaxaplii myHKT oOcyxpaics U
BHOCHMBIE B pe3yjbTaTe€ 3TOr0 W3MEHEHHUS B PEKOMEHJAlUM pEerucTpupoBavch. Ecim ke
M3MEHEHUSI HE BHOCUJIMCh, TO PETUCTPUPOBAIUCH PUYUHBI OTKAa3a OT BHECEHUSI U3MEHEHUIA.

JIns OKOHYATEeNbHOW peJaKkIMM W KOHTPOJIS KadyecTBa PEKOMEHJALUH TOBTOPHO
MPOAHAIM3UPOBAHBI WICHAMH pa0odei TPYIIbI, KOTOPHIE MPHILIN K 3aKIIOYEHHI0, YTO BCE
3aMeYaHMsl 1 KOMMEHTApHUH IKCIIEPTOB MPUHATH BO BHUMAaHHUE, PUCK CUCTEMATHUYECKUX OINOOK
npu pa3paboTKe peKOMEHIAIH CBEJIEH K MUHUMYMY.

OOHOBNIEHUS KIMHUYECKUX PEKOMEHIAIMA: aKTyalu3alusl MPOBOIUTCS HE pexke UYeM
OJIMH pa3 B TPU Tojla ¢ YYETOM IOSBHUBIICHCS HOBOW MH(GOPMAIIMN O JTUArHOCTHKE M TaKTHKE
BeneHus marueHToB ¢ KM. Pemenwe 00 oOHOBieHumn mnpuHUMaeT M3 P® Ha ocHoBe
MPEJIOKEHUH, TPEICTAaBICHHBIX MEIUIIMHCKUMH TPO(HEeCcCHOHATBHBIME HEKOMMEPUYECKUMU
opranm3aiusaMu.  ChopMupoBaHHBIE  MPENTIOKEHUS  JOJDKHBI — YUUTHIBATH  PE3YJIbTATHI
KOMIUIEKCHOM OLIEHKH JIEKQpCTBEHHBIX IPENapaToB, MEIWLIMHCKUX W3JEIUNA, a TakkKe

pe3yNbTaThl KIMHUYECKON anpoOaliuy.
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I[Ipu otOope mnyOnukamuii, Kak TMOTEHIHAIbHBIX MCTOYHHUKOB JOKa3aTelbCTB,
UCTIOJIb30BaHHAs B KaXKJIOM MCCIIEJIOBAHUU METO/I0JIOTHS U3Yy4aeTCs U TOT0, YTOOBI yOeaUThCS
B €€ JJOCTOBEPHOCTH. Pe3ynbTar u3ydeHus BIMSIET Ha YPOBEHb J0KA3aTENIbCTB, IPHUCBAaNBAEMBIi

HY6J'II/IKaI_II/II/I, 4YTO B CBOIO OUCPEAb BIMACT HA CUITY, BBITCKAOIIUX U3 HEC peKOMCHHaHHﬁ.
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Ipuioxkenue b. AJIropuTMBbI JIeYEHUS MALMEHTA

[MaumeHT ¢ Nogo3peHnemM Ha 3rokavyecTBeHHoe
HoBOOOpa3oBaHue HagnoveyHuka (KOO MKB10: C74)

A

OwnarHocTtuka (cTp. _ )

MpopomkexHne
OMarHoCTUYECKOro [narvos Onyxonb Pesekuus
rnoucka B pamkax apyroro [€=HET- NOATBEPKAEH? OA] pe3ekTabenbHa? A onyxonu
BO3MOXHOTO : (ctp. ) (ctp. )
3aboneBaHus T
HET
)2

HET-

I'Ior(as%_
XUMUOTEPaNUSA, A

\

Mposegexve
Noka3aHa XumMmoTeparian

HET nyyesast Tepanumn? (cTp. )

l (etp. ) ﬂf
MpoBeneHne Bo3moxHO

CumnTomaTuyeckas nyyeBoW Tepanuu ornepaTuBHOE neveHne?
Tepanusi (ctp.__ ) (ctp. )
A

LUTOPEYKTHBHAS

AnbproBaHTHAs
tepanus =JJIT

Pe3sekuus
apeksaTtHaa?

MokasaHa
afbloBaHTHas
Tepanua?

.D.AJ

HET:

A 4

Peabunutauus n
AucnaHcepHoe
HabnogeHwe (cTp. _ )

A

ITokazana

omneparus’?

Het

Jla

ITposenenene
IIUTOPETYKTUBHON
ornepanyun




Hpuaoxenue B. Undopmauus 114 nanueHTa

AJIpEHOKOPTUKAIbHBIM paKk — TMOTEHUMAIbHO OIIACHOE MJs JKU3HM 3aloJieBaHMUE,
OCHOBOIIOJIATAIOLINM 3Tal JIeYeHUs — yAajJeHHe MEePBUYHON OIyXOJIM C BO3MOYKHO Haumbolee
paIuKaIbHBIM YAaJCHHEM BHEOIYXOJEBBIX 04aroB mopaxenus. K OOJbIIOMY COXAJICHHUIO, 3TO
HE BCerjga JOCTMKHUMO (II0 pa3HbIM IPUYMHAM — IO3JHAS JUArHOCTHKA, TSDKEJIOE COCTOSHUE
HalMeHTa IpPU MPOSIBICHUSIX TOPMOHAIBHOM aKTHUBHOCTH, OOJIbIIAs PpPacHpOCTPAHEHHOCTh
npolecca, KOrja paJuKalbHas oOlepalnus HecoBMEcTUMa C kKHM3HbIO). [lanumeHtry c
pacnpoCTpaHEHHBIM NIPOLIECCOM Ba)KHO IOHMMAHUE, YTO IIPOBEJCHHUE JIEKAPCTBEHHOM Tepanuu
BO3MOXHO, M Yy 3HAUUTENbHOM YacTh O0dbHBIX  (0k0o 50%) BO3MOXKHO JIOCTHIKECHHE
JIOCTaTOYHO JITUTEIbHBIX [IEPHUOIOB CTA0MIN3AMH 3a00JIeBaHMs IPU XOPOLLIEM KaueCTBE JKU3HU
U COXPAHEHUM AaKTUBHOCTH. Y HEKOTOPOro HeOOJBIIOro 4YHcia HAlMEeHTOB JIeKapCTBEHHAs
Tepanus Mo3BOJISIET JOOUTCS PErpecCUu OIMyXOJIH.

Kak Hu npu onHOM apyrom 3a00jeBaHUU Ui MPOBEACHUS TAKOTO JICYEHMS HAIMEHT
JIOJDKEH TPOSBIATh KOMILIAGHTHOCTh (IIPUBEPKEHHOCTh JeueHuto). [Ipu mpueme muroTana
BO3MOHBI TOO0YHBIE 3P (PEKThI, KOTOPbIE HEOOXOAUMO HEMEJIEHHO 03BYUUBATh KYpUPYIOLIEMY
Bpauy. BMmecte ¢ MuTOTaHOM HEOOXOaMMa 3aMeCTUTENbHAs Tepanus TOpMOHAMM (M3-3a
HAJMOYEUHUKOBOM, TUPEOUAHOM, aHIPOr€HHON HEJOCTaTOYHOCTH) IPUEM CTEPOUIHBIX
[pernapaToB, TUPOKCHHA, 4YacTO — TIeMaToNpoTeKTOpOB. JlaGopaTOpHBIE KOHTPOJb YpPOBHS
MHUTOTaHa B KpOBH, OHMOXMMHUYECKOE HCCIEIOBaHUE MJIsi KOHTPOJIsS Tepanmuu Tpelyercs
JI0OCTaTOYHO 4acTo, 1 pa3 B 1-3 Mecsana, KOHTpOJIb 3a pa3MEpPOM OIYXOJIU C IOMOIIBIO
Tonuyeckux MetoaoB (1o nmokazanusim - Y3U, KT, MPT, [19T) npoBoauTtcst Toxke HE pexe, 4eMm
1 pa3 B 3 Mecsa.

KitoueBbIM MOMEHTOM B BEIEHUM MALMEHTa SBJSETCS HaJIM4YMEe Bpada-Kyparopa,
KOTOPBII XOpOIIO 3HAKOM € MPOOJIEeMaTHKONW JAaHHOTO 3a00JI€BaHUS U CIIOCOOEH OCYILECTBISATh

JUCTeTYepCKUe PYHKIIMU B MYJIbTUIUCIIUILUIMHAPHON KOMaH 1€ Bpauei.



IIpunoxenue I'l. PekoMenganum no 3aMecTUTEIbHON TepaNMK NPH JIeYeHUH

MHUTOTAHOM

[ TIOKOKOPTUKOUIBL: C Havaja JEUSHHsI MUTOTAHOM JI03bI ITPEBHIMAIOT OOBIYHBIC:

o TI'mapoxoptuzon 50—75 mr;

o Kopruzona anerar 75—-100 mr.

OneHka 3aMeCTUTENIBHOM Tepanyuy MPOU3BOIUTCS 10 KIMHUYECKUM KPUTEPHSM

O OLEHHMBATh MUHEPAIKOPTUKOHUJHYIO HEIOCTATOYHOCTH IIO YPOBHIO DJJIEKTPOJIMTOB,
KOppeKust — GpryapokopTu3oH (koptuaedd);

O THUIOrOHAJU3M Yy MY)KUMH OLIEHHMBACTCA IO KIMHUYECKUM IPOSIBICHUAM
(opexkTunbHas AUCHYHKIMS M THHEKOMAacTHs) IOATBEPXKAAETCS TOPMOHAIbHON
ouieHkoi. [Tpu moarBepkieHuN TpeOyeT 3aMECTUTEIBLHON Tepanuy,

O  BTOpHYHBIN runotupeos (tupeotpornHbiii ropmoH (TTI) — HopMma, cHuKeHue CB. Ty)

— Tpe6yeT 3aMEeCTUTEILHOMN TCpaIiniu.
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IIpunoxenne I'2. PekoMeHIauMu 10 MPUMEHEHHI0O MUTOTAHA B KAUeCTBe

aI['blOBaHTHOﬁ TEpanuu
HauanpHast no3a 1 r B AeHb;, U Kaxkiable 4—7 nmHel moBwimeHue Ha 1-2 r go 810 r
€XKEHEBHO, WJIH JI0 MAKCUMAJIBLHO MEPEHOCUMOM J03bI; MpenapaT NpuHuMaeTcs 2—3 pas3a B JeHb
BO BpeMs €Ibl.
[ToBbIlIEHNE T03BI PETYIUPYETCS:
o IlepenocumocTslo npenapara;
o JlocTUrHYTO# TepaneBTU4eCcKoi koHeHTpanuei (14—20 mr/i).
OneHuBaTh YpOBEHb MUTOTaHA B KPOBH HEOOXOIUMO:
O  Kaxjable 4—8 Hel 10 TOCTHXKEHUS 11eJIeBOM 30HbI;
O TIpH JOCTIKEHHH IIE€JIEBOM 30HBI KaX/Ible 3 MEC B TEUEHHE 2 JIET, 3aTeM uepe3 Ooee
JUTUTEIIbHBIC HHTEPBAJIBI.
Knunuyeckas u Tonuueckas orieHKa mpoBoauTcs 1 pa3 B 3 mecsna.
HeoOxonuMmo ompeneneHue ypoBHS MUTOTaHAa B KPOBU MPH BO3HUKHOBEHUHM MOOOYHBIX
3¢ dekToB.
[Ipu Bo3HUKHOBEHUHU TTOOOYHBIX F(H(HEKTOB:
O  HE3HAYUTENbHbIE — MPOJOKUTH MUTOTAH, JIEYUTh CUMIITOMBI;
O  3HAYUTENIbHBIE — BEPHYTCA K MOCIEIHEN IEPEHOCUMOM J03€, JICUUTh CUMIITOMBI;
O  TSDKENble — MPEKPaTHUTh MUTOTAH, MPOBECTU CHENU(PHIECKOE JICUSHHE CUMITTOMOB,
3aTeM BO30OHOBUTH MUTOTAH C MAJIbIX J103.

Ta6auua I13. Io6ounbie 3¢ dexThl MUTOTaHA (aganTupoBano no Allolio, Fassnacht, 2006)

Cumnromsl Yacrora
['acTponHTECTHHANIBHBIE: TONTHOTA, PBOTA, TAApEs OueHb yacTo
[MHC: conimBOCTB, 3aTOPMOXKEHHOCTb, aTakcus, Au3apTpus, | OueHp 4acTo
TOJIOBOKPYKEHHE, NENPECCUS], CHUKEHUE NTAMSATH, IOJIMHEUPONaTUs
HanmnodeuyHnkoBasi HEAOCTaTOYHOCTD OueHb yacTo
[lepBHYHBII THIIONOHAIA3M Y MYKYHH Yacto
['mnexkomacTus Yacto
KoxHas cblnb Yacto
AyTOMMMYHHBIA r€naTUT Penko
ApTrepuanbHasi THIEPTEH3HS OueHb penko
Jlunonust, peTuHONaTHsl, KaTapakTa, MaKyJIsIPHBIA OTEK OueHsb penko
I'emopparndecKkuil HUCTUT OueHb penko
Bupax neueHouHbIX epMeHTOB (B ocHOBHOM Y-I'T) OueHb yacTo
YBenuueHne ypoBHS CBSI3BIBAIONINX OCITKOB OueHb 4acTo
I'unepxonecrepuHeMusi, THIIEPTPUTITULEPUIAEMHUS OueHb yacTo
YBennueHue BpeMEHU KPOBOTECUCHHUS OueHb 4acTo
JlenkoneHus Yacto
TpoMOouTOTICHNS, aHEMUST Penxo
WNHpykuys MHUKPOCOMaJIbHBIX IIEYCHOYHBIX ¢depmeHTOB, | OueHb yacTo
YBEIMYMBAOLIUX MeTa0OINYeCKUi KJINPEHC
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CHuMITOMBI

YacroTa

TJIFOKOKOPTUKOCTEPOHIOB, OapOUTypaToB, BaphaprHa
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Ipunoxenne I'3. Kpurepun ageKkBaTHOCTH ONlepanMu

RO IlosiHas pe3eKLus ¢ OTCYTCTBUEM IPU3HAKOB OIYXOJIEBOI'O POCTa

R1 [Ipu3Haky onmyxoJieBOro pocra B Kpasix yJaJIeHHOW TKaHU

R2 OcTaTKu OIyX0JId, MAaKPOCKOITMYECKU BUAMMBIE BO BPEMSI OlIEpallUH

RX OueHNTh aIeKBaTHOCTh OIEpallii HEBO3MOXKHO WJIM JJAHHBIE COMHUTEIIbHBI
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IIpunoxenne I'4.. Kpurepuu oieHKH 0TBEeTa COJMIHBIX OIYX0JIei Ha JieYeHre

no RECIST (Response Evaluation Criteria in Solid Tumors)

[Monuenii  orBer  (Complete | [ToaHOe MCYE3HOBEHHE BCEX OMYXOJCBBIX MOPAKCHUIN B TEUCHUE

Response - CR) 4 Hell ¢ MOMEHTA JIOKYMEHTALIUY [IOJIHOTO OTBETA

Yactuuneiii  otBer  (Partial | Ymenbinenue, mo cpaBHeHHIO ¢ McxoiHbiM Ha 50% u Oosee,

Response - PR) CYMMBI U3MepeHuil 2 OOJbIINX NEPIEHANKYISPHBIX JUaMETPOB,
YTO OmpeneseTcs B 2 HaONIOACHUSAX 10 KpaiHel Mepe B
tedeHue 4 Hex. Ilpu 3TOM OJKHBI OTCYTCTBOBATH IPU3HAKHU
MIPOrpeccUpoBaHus 3a00JIeBaHUS

[TporpeccupoBanue YBenuyeHue pa3MepoB OITyXOJH, IMOSBICHHE JTI000r0 HOBOTO

3a0oJieBaHus (Progressive | oyara ujii HOBOTO BBITIOTA, HJIM aCIIUTA, CBA3aHHOT'O C OMyXOJIbIO

Disease - PD)

Crabummsanus  3aboneBanus | HecoorBerctBue kputepusm CR wimu PR npu orcyrersun PD

(Stable Disease - SD)

Tadauuna I16. Ouenka pa3MepoB OCHOBHOI'O OIIyX0JI€BOI0 o4ara

[Monusiii otBer (Complete
Response - CR)

HcuesHoBeHHe BCeX OCHOBHBIX 04aroB. JI00OW M3 YBEIMYEHHBIX
TUM(ATHYECKUX y3JI0B (OCHOBHBIX WJIN JONOJHUTEIbHBIX) T0JIKEH
UMETh KOPOTKYIO 0ch MeHee 10 MM

Yactuuneiii otBer (Partial
Response - PR)

YMeHbIlIeHHe CYMMbI THAMETPOB OCHOBHBIX 0YaroB HE MEHEE 4eM
Ha 30%

[TporpeccupoBanue
3aboseBanus  (Progressive
Disease - PD)

Veemnuenue Ha 20% u Oonee CYMMbI JHAMETPOB OCHOBHBIX
o4aroB, KoTopas B a0COJIFOTHOM BBIPAXKCHUUN COCTABJIACT HC MCHEC
5 MM, IIOABJICHHUEC OJHOT'O NJIN HCCKOJIBKHX HOBBIX O4YaroB

Crabunmsaius 3a00JeBaHus
(Stable Disease - SD)

HecootserctBue kpurepusim CR nnu PR npu orcyrcreun PD

Tao6auna I17. Onenka MeTacTaTHYECKHX 0YaroB

[Monusii  orBer (Complete
Response - CR)

Hcue3HoBeHHE BCEX JIOMOJIHUTEIBHBIX OYaroB M HOpMalMU3alus
YPOBHSI ONYXOJEBBIX MapKepoB. Bce numdaTtnueckue y3ibl
JIOJIKHBI UMETh pa3Mep MeHee 10 MM o KOpOTKOH ocu

ComuuTtenbHbli otBeT (Non-
CR/Non-PD)

CoxpaHeHHE OJHOTO WM HECKOJBKHUX OCHOBHBIX OYaroB W/WIH
COXpaHEHUE YPOBHS OIyXOJEBOTO MapKepa BhIIIE HOPMBI

IIporpeccupoBanue
3aboneBanus  (Progressive
Disease - PD)

OI[HO3HaLIHa$I nporpeccus AOMOJIHUTCIIbHBIX OYaroB, ITOABJICHHUC
OJHOI'O MM HECKOJIBKHUX HOBBIX O4YaroB
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IIpunoxenue I'S. Onyd1uKkoBaHHbIe pe3yabTaThl TapreTHoii tepanun AKP

(amanTupoBano mo M. Fassnacht, M. Kroiss, B. Allolio. Update in

Adrenocortical Carcinoma. 2013)

[Ipenaparsl MexaHu3Mm IeUCTBHS, MULLIEHD KommmuectBo Hcxonpt
MAIMEHTOB

CynutnHuO MynbTUKUHA3HBINA uHrUOHUTOp | 35 Crabunuzanus
(VEGFR, PDGFR, c-kit, FLTS3, 3aboJieBanus — 5
RET)

Hukcyrymymabd | KomOunarus KUHA3HBIX | 26 Crabunuszanus

+ temzuponumyc | uaruouTopos (IGF-1R, mTOR) 3aboneBanus — 11

I'eputnaNO Wuruburop  EGFR-curnamsnoro | 19 OtcyrcTBUE OTBETA
yTH

JoBuTHHUO MynbTUKAHA3HBIN uHTHOHUTOp | 17 Crabunuzanus
(FGFR, PDGFR, VEGFR) 3a00eBanus — 4

besammzyma6b + | Uurubutop  VEGF-curnamsnoro | 10 OtcyrcTBUE OTBETA

KaraieraOuH yTH + [IUTOTOKCUYECKUI
npemnapar

Epinotunun6 + | Marubutop  EGFR-curnansnoro | 10 Crabunuzanus

TeMIIUTa0UH MyTH + UTOTOKCUYECKUM 3abosneBanus — 1
npemnapar

Copadennd + | MyJIbTUKMHA3HBINA uHTHOUTOp | 9 OtcyTcTBUE OTBETA

MMAKJINTAKCET (BRAF, VEGFR, c-kit, PDGFR!) +
LUTOTOKCUYECKHUH TTperapar

Nmatunu6 MynbTUKMHA3HBIA uHTHOUTOP (C- | 4 OtcyTcTBUE OTBETA
KIT and PDGF)

DBEPOITUMYC WNurunourop mTOR-kuHa36I 4 OTcyTCTBHE OTBETA
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