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Cnucok cokpameHui

BOAr-TIDT/KT — NO3MTPOHHO-MHCCHOHHAas ToMorpadus ¢ 18-()TOpae30KCHIITIOKO301i,
COBMEIIEHHAs ¢ KOMITBIOTEPHOU ToMOTpadueit

AJCC — AMepuKaHCKUN 00bETMHEHHBIM KOMHUTET I10 PaKy

ENSAT — Espomneiickas paGodvas rpymnma Mo H3ydeHHUIO omyxojield HaamodedHukoB (European
Network for the Study of Adrenal Tumors)

HU (emununp XayHncduiiga) — 1eHCUTOMETpUYECKUE TTOKa3aTeNu mpu npoeaeHnn KT

RECIST — Kpurepun oTBeTa CONMAHBIX omyxosei Ha Tepamuio (Response evaluation criteria in
solid tumors)

SUV (standartised uptake value) — HakonurensHsIi kpuTepuit npu BdIT-TIIT/KT

TNM — MexnayHapoaHas KjaccuuKausl CTaaAuld  3JI0KAYECTBEHHBIX HOBOOOpa30BaHMIA
(ab6peBuarypa ot Tumor, Nodus, Metastasis)

UICC — MexayHapoiHblit coro3 mo 6opsoe ¢ pakom (Union for International Cancer Control)

AT’ — apTepuanpHas TUIIEPTCH3US

AKP — pak Kopbl HaJIIOUEYHHKA (CHH.: aIpeHOKOPTUKAIIbHBII paK)

AKTI — anpeHOKOPTUKOTPOIHBIN TOPMOH

AJIT — ananuH-aMMHHOTpaHc(epaza

APC — anip10CTEpOH-PEHMHOBOE COOTHOIIICHHE

ACT — acnaprar-amuHOTpaHchepasza

BO3 — BcemupHnas opranu3zanust 34paBoOXpaHEHUs

JUIT — nucTaHuMOHHAs JIy4eBasi Tepanus

I'TTII — ramma-riryraMuI-TpaHCIIENTH A3

I'CIIT" — rmoOynuH, CBSI3bIBAIOIIHH MTOJOBBIE CTEPOUIBI

NI'X — IMMYHOTUCTOXUMHUYECKOE UCCIIENOBAHUE

KVY — konrtpactHoe ycunenue

MKB-10 — MexaynapoiHas knaccudukanus 6omne3neit 10-ro nepecmorpa
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MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus

MCKT — mynbTUCnUpanbHas KOMIbIOTEpHAs TOMOTpadus
MD3H — cuHIpOM MHOKECTBEHHBIX 3HIOKPUHHBIX HEOIUIa3Uii
HIIB — HvkHAA noyiast BeHa

OBII — opransl OpIOIIHO¥ MOJIOCTH

OI'K — opranbl rpyJHOH KJIETKU

[IT'A — nepBUYHBIN THIIEPATIBLIOCTEPOHU3M

OXI/TIT — peoxpoMonTOMa/IAparaHrInoOMa

CUK — cunapom Nuenko-Kymnnra

TTI' — TUPEOTPOIHBINA TOPMOH

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE

TepMI/IHbI U onpeaecJaIeHus

AJTBIOBaHTHAs XUMUOTEPAIUs — XUMUOTEPAIHsl, TPUMEHsIeMasl TOCJe JOKATHLHOTO BO3JACUCTBUS Ha
OIYXO0JIb B LIEJISAX dpaJUKALNU WIH JUIMTEIBHOTO MOAaBIIEHUS MUKPOMETACTa30B

'epMuHaTHBHAs MyTalMsi — W3MEHEHHE CTPYKTYphbl TreHa (IOCHIeOBAaTEeIbHOCTH HYKJIEOTHIIOB,
XpOMOCOMBI, T€HOMA), [0 CPAaBHEHUIO C pedepeHCHON MOCIeA0BATENbHOCTHIO, BO3HUKIIEE B MOJIOBBIX
(3apOBIIEBBIX) KIIETKAX.

[unepkopTunm3mM  (3HAOTEHHBIM) — KOMIUIEKC KIMHUYECKUX CHMIITOMOB, OOYCIOBICHHBIX
JUIUTEIbHBIM BO3JIEHCTBUEM KOPTUKOCTEPOUIOB HA OPraHU3M BCJEICTBHE UX M30BITOYHOMN IHJIOT€HHOU
MIPOAYKIIAH.

HpaiiBepHass MyTauus — H3MEHEHHE CTPYKTYphl TeHa (TOCIelI0BaTENIbHOCTH HYKJIEOTHIOB,
XpOMOCOMBI, T€HOMA), UHUITUUPYIOIIEe MPEeBpallleHue HOPMAIBbHOM KIETKH B PaKOBYIO

WHuuaenranoma HaAovYeYHHKAa — COOHMpaTeNbHOE MOHSITHE, BKIIOYAOIlee pa3HOOOpasHylo IO
MOPQOJIOrUH TpymIly onmyxoJiel Oosiee 1 cM B nuameTpe, CilydailHO BBISIBJICHHBIX MPU PagHOJIOrHYECKOM
o0cienoBaHuN.

Kanrneporenes — ci10HbIM MaTOPU3NOJIOTHIESCKUI TTPOLIECC 3apOKIACHHUS U PA3BUTHUS OTTYXOJIH.

Myranusi — cToiikoe (TO ecTh Takoe, KOTOpO€ MOKET ObITh yHAcJlIeIOBAaHO MOTOMKAaMHU JIaHHOM
KJIETKU WJIM OpraHu3Ma B cllydyae TepMUHATUBHOM MyTalllK) U3MEHEHUE T'eHOMA.

OcTpass HaAANMOYEUHUKOBAs HEJAOCTATOYHOCTh — CHUMITOMOKOMILIEKC, OOYCIOBJIEHHBIH DPE3KUM
CHIDKEHHMEM WJIH MOJIHBIM NpeKpaiieHneM GyHKIMOHAIbHON AesITENbHOCTH KOPBI HAAIOYEYHHUKOB.

Opdannoe 3aboneBanue — peakoe 3a0ojeBaHue, KOTOPOE BCTpeyaeTcs y HeOOJIbIIOro KOJINYeCTBa
JIIOJIe OTHOCUTENFHO OOIIEel YHCICHHOCTH HaceJIeHus: B EBpore peqkuM IpUHSITO CUUTATh 3a00JIeBaHKe
¢ pacnpoctpaHeHHOCThIO | uenoBek Ha 2000 nHacenenus, B CIIIA — ecnu 3arparuBaror He menee 2000
yesioBek, B Poccun — He 6onee 10 yenosek Ha 100000 HaceneHus.

[lepBUYHBIN TUINEPATBIOCTEPOHU3M — KIMHUYECKHA CHHIPOM, DPa3BUBAIOLIMIICS B pe3yibTare
M30BITOYHON MPOAYKIIMH aJbJA0CTEPOHA KITyOOUKOBON 30HON KOPKOBOTO BELIECTBA HAANOYECYHUKOB, MIPH
KOTOPOM CEKpelHs aabIOCTEpOHa MOJHOCTHIO MM YaCTUYHO AaBTOHOMHA MO OTHOLICHUIO K PEHHH-
AHTMOTEH3WHOBOW CHCTEME, YTO OOYCIOBIMBACT pAa3BUTHE HHU3KOPEHWHOBOW THMIIOKATUEMHUYECKOM
apTepuaIbHON TMIEPTEH3HH.

CurHaNbHBI MyTh — MOCIEIOBATENHFHOCTh MOJIEKYIN, MOCPEICTBOM KOTOPBIX HH(pOpMAalUs OT
KJIETOYHOT'O PELENnTOopa NepeaacTcsi BHYTPU KIETKU.

CunzpoM "HeynpapisgeMoil reMoIMHAMUKH' — MaTOJIOTHYECKOE COCTOSIHUE, BO3HUKAlOIIee Ha (hoHe
KaTeXOJIaMUHITPOAYLIMPYIOLIEH OMYyXOJIM HAJNOYEYHUKA MU XapaKTEPU3YIOUIEECS PE3KUM YydallleHuEM
TUMEPTEH3MBHBIX BBICOKOAMIUTUTYAHBIX KpPU30B C YCYT'YONSIOIIEHCS HEKypaOelbHOW THUIOTOHHEH B
MEXIPUCTYITHOM IIEPUOJIE

CucremHass XUMHOTEpalnusi — BBEICHHE IPENapaTroB BHYTPb, MOJKOKHO, BHYTPUBEHHO,
BHYTPHUMBIILIEYHO, PACCYUTAHHOE Ha OO MPOTUBOOITYX0JEBBIN Y PPEKT.
deoxpoMoIUTOMa — OMYyXOJb XpoMaUHHBIX KIETOK CHUMIATO-aJ{PEHATIOBOW  CHUCTEMBI
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HAJMOYCUYHUKOBOM WJIM BHEHAANOYEYHUKOBOM  JIOKAIM3AlMH, KaK [MPaBUIO, CEKPETHPYIOLIas
KaTeXOJIaMUHBI.

1. Kparkas nndgopmanus
1.1. Onpeaenenne 3a001eBaHUsI WIN COCTOSIHUSA (TPYyNnbI 3200/1eBaHNH MJIU COCTOSIHUI)

Pak xopbl HaamodyeuHuka (CUH.: aJpeHOKOpTHKalbHbI pak; AKP) — penkas 310kauecTBEeHHas
OMyX0Jb KOpbl HAJIOYEYHHMKOB, XapaKTEpHU3yIOIlas, KaK IMPaBUJIO, MO3JAHUM CPOKOM BBISBJIECHUS,
arpecCHMBHOCTBIO KIIMHMYECKOTO TCUCHHS M HEOJIaronpUsITHBIM JISYeOHBIM IPOrHo30M [1].

1.2. DTronoruss W maroreHe3 3a00/ieBaHUsl WJIM COCTOSIHHUSI (Tpynmbl 3a00JieBaHWil WM
COCTOSIHM )

Kanneporenes npu AKP oOycioBieH npailBEepHBIMM MyTallUMsIMH psiia T€HOB U aKTHUBaLMEn
COOTBETCTBYIOIIMX CUTHAIBHBIX myTed [2]. B OoyblIMHCTBE CilydaeB STH MYTAllid BO3HUKAIOT
CIIOHTaHHO B COMAaTHYECKHMX KJIETKaX KOpbl HAJAMOYEYHUKA, MPUBOJIS K CHOPAJAUYECKUM CIIydasim
3a0osieBanus. Takxke B ocHoBe natoreHe3a AKP mMoryrT nexxaTh repMUHATHBHBIE MyTallMU: B 3TOM ClIy4yae
3abosieBaHue Oy/eT HAOIIOAAThCS B paMKaxX TOTO MIIM MHOTO HACJIECTBEHHOTO cuHIpoma [3].

OnucaHo HECKOJIbKO HACJIEICTBEHHBIX CHHAPOMOB, KOMIOHEHTOM KOTOpPbIX sBisercs AKP (Tabu.
1). B pamkax Bcex CHHIPOMOB OTMeYaeTcsl Hu3Kas (eHoTunudeckas neHerpanTHocTb AKP, B cBsizu ¢
4YeM MPOCIESIUTh HACIICJACTBCHHBIA XapakTep 3a00JeBaHHUS aHAMHECTHYECKH JOCTATOYHO CIOXKHO [1].
CambIM pacnpoCTpaHEHHBIM HACJIEACTBEHHBIM CUHIPOMOM, BKItovaromuM AKP, sBisiercst cunapom Jlu-
Opaymenu, obHapyxuBaeMblii B OonbmmHcTBe cinydaeB AKP B nmerckom Bospacte — nmo 80% Bcex
MAIMEHTOB; OH TAKXKe SABJISETCA CaMOW 4acToi mpuunHOU HaciencTseHHoro AKP Bo B3pocioM Bo3pacte
— 10 5% Bcex cinyyaeB 3a0oseBaHus. PacpocTpaHeHHOCTh OCTalIbHBIX CUHIPOMOB, aCCOLIMUPOBAHHBIX C
AKP, cocraBiisieT ot joJieit mporeHTa 10 3-4% cpeau B3pocibix narueHtoB ¢ AKP [3].

Tabnuua 1. HacineacrBennbie cuHaApoMBl, accormupoBanubie ¢ AKP [3]

Cunapom HpatliBepHbi€ TeHbI PacnpocTtpanenHnocts cpenu
nanuesToB ¢ AKP

Cunnpowm JIn-Opaymenu TP53 3-5% cpenu B3pOCIBIX;
50-80% cpenu nereit

Cunapowm Jlnnya MSH?2, MSHS6, MLH1, | 3% cpenu B3pocibix

PMS2

MO3H 1 tuna MEN1 1-2% cpenu B3pOCIbIX

CeMelHBINA ageHoMaTo3HbIl nomnos | APC MmeHee 1%

(cunapom "apauepa)

Kommueke (cunapom) Kapuu PRKAR1A meHee 1%

Cunnpom bekButa-Bunemana IGF2, H19 B nokyce 11p15 |menee 1%

Heitpopudpomaros 1 tuna NF1 meHee 1%

I'ene3 cunapoma JIu-dpaymenu cBsA3aH ¢ HMHaKTUBHMpyoled Myrauued B reHe TP53, rene-
CyIpeccope omyxojeBoro pocra. CHHIPOM XapaKTEpU3YETCsl Pa3BUTHUEM CApKOM MATKHMX TKaHEH, paka
MOJIOYHOH KeJe3bl, HOBOOOpa3oBaHUI ToJIOBHOro Mo3ra, jeikozoB u AKP. On nHamboinee wacto
BCTpEUaeTCsl B I0XKHBIX pernoHax bpasumuu, rae 0,3% mnonynsuuu  SBJISIOTCS  HOCUTENSMM
repMuHaTtuBHOM Mytaunu R337H B rene TP53.
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B ocHoBe mnaroreHesa cuHipoma JIMHuUa J€XaT €pMHUHATUBHBIE MyTallMM B OJHOM M3 I'€HOB
cuctembl pemnapanuun JHK (MSH2, MSH6, MLHI1, PMS2), 4ro npuBOOUT K pa3BUTUIO paka
IIPOKCUMAJIBHBIX OTHEeNO0B TojicToM kuiikun (1o 80% cioyuaeB cunapoma Jlunua). Ilomumo
KoJjiopekTanbHoro paka 1 AKP, y nanueHToB ¢ cunapoMoMm JIMHYA MOBBIIIEHB! PUCKHU 3]I0KAYECTBEHHBIX
oOpa3oBaHMil Apyrux Jokanu3anuii: paka sagomerpus (50-71% ciaydaeB curapoma JIMHYA), MOYCUHOM
JIOXaHKH, MOYEBOTO ITy3bIpsi, MOYETOYHHUKOB, SIMYHUKOB, >KEIyJIKa, TOHKOM KHILIKH, IOIKEIYA0YHOU
JKeJe3bl, a TaKkkKe TJIMo0JacTOM TOJOBHOTO MO3ra M OITyXOJieH CallbHBIX »keie3. Moryr HaOmronaThes
TaKue KOJKHBIE TPOSIBIICHUS, KaK KEpaTOaKaHTOMBI U IIATHA 1BeTa "Kode ¢ MOJIOKOM".

CuHIpOM  MHOXKECTBEHHBIX JHAOKpUHHBIX Heomnazuid (MOH) 1 tuma oOycrnoBieH
FepMUHATUBHBIMM ~ MYyTallUsIMU B TIeHe-cynpeccope omyxoneBoro pocta MENI. HaubGonee
pacnpocTpaHeHHbIM (EHOTUIIOM aAJPEHOKOPTUKAIBHBIX MOpa’KeHUI, HaOMI0JaeMbIM NpU CHHIPOME
MOH 1 Tuna, sBASAIOTCS OJHOCTOPOHHSS WM JBYCTOPOHHSS THIEpIUIasHsl KOpPbl HAAIOYEYHHKOB U
aJIecHOMBL. DTH MopaxkeHus: Bcrpeuarorcs y 45-55% nanuentoB ¢ MOH 1 u moryt ObITh TOPMOHAIIBHO-
aKTUBHBIMHM WM He(dyHKUMOHaIbHBIMU. PacnipoctpanenHocts AKP B pamkax cunapoma MOH 1 Ttunma
nocruraer 22%. Jpyrumu mnpossieHusmMu cuHapoma MOH 1 Tuma nHambosiee dYacTto SBISIOTCS
TUIEpIIa3us WIK OMyXO0JM OKOJIOIUTOBHU/IHBIX jKeJie3, IPUBOISIINE K IEPBUYHOMY THIIEpIIapaTUpPEo03y,
MaHKpeaTHyecKrue HeHpOIHAOKPUHHBIE OITYXO0JIH, OIYXO0JIH rUno Gpu3a.

AKP Takke MOXET BBIIBISITRCS B COCTaBe CHHAPOMOB [apmHepa (aJIeHOMATO3HBIN MOJIMIIO3
kuikn), bexksura-Bunemana, kommekca Kapuu, nHeiipodubpomatos 1 tumna. [lons 3TUX CHHIPOMOB B
crpykrype AKP, o ganHbIM nuTepaTypsl, He npesbiinaeT 1% [3, 4].

1.3. DnuaemMuoJiorusi 3a60J1eBaHUS WJIM COCTOSIHUS (TPyNTIbI 3200/1€BAHN WJIM COCTOSTHUIA)

Exeronnoe BwisiBaeHue AKP cocraBisier 0,5-2 cnydas Ha 1 MHJUTMOH Haces€HUs, B CTPYKTYype
oHKOJIorH4Yeckoi cmepTHocTH coctaBisier (0,04-0,2%. Haubonpbiras 3a0osieBaeMocTh HabOMtOmaeTcs B
IOKHBIX pernoHax bpasmwmum, 49Tro OOBACHSIETCS BBICOKOW PpPacIpOCTPAaHEHHOCTHIO TEPMHUHATHUBHOM
mytaunu R337H rena TPS3.

Ha momeHT mocTaHOBKM AMarHo3a CpeqHui Bo3pacT manueHTta coctaBisieT 50-60 jet, omHako
3a00JI€BaHNE TaKXKe BCTpedaeTcs y aeTei. JKeHIuHbl 00JICIOT Yalie, COOTHOIICHHUE JKCHIIUHBI/MY>KUYHUHBI
cocrasiser 2,5:1 [2; 5].

DnuaeMUuoJoTudYeckue Janubie o Poccuiickoit denepannu OLIEHUTh KpailHE 3aTPyIHUTENBHO, TaK
KaK OHKOJIOTHYECKasi OTYETHOCTh OTAebHO 110 AKP He dpopmupyercs, peructp oTCyTCTBYET.

AKP BKiIIOUeH B niepedeHs opdaHHbIX 3a00eBanuii B PO [6].

1.4. OcobGenHocTH KOAMPOBaHHS 3a00JIeBaHUS MM COCTOSIHMSA (rpynnbl 3a00j1eBaHUi WJIH
cocTossHMii) Mo MeXIyHApPOAHOH CTATHCTHYECKOH Kjaaccupukanuu Ooje3Hell U mpodJiem,
CBSI3aHHBIX CO 310POBbEM

C74 3nokauecTBEHHOE HOBOOOPa30BaHHUE HAIIOYCYHUKA
C74.0 Kopsl Haanmo4eyHrKa
C74.9 HannovyeuHnka HEyTOYHEHHOM 4acTu

1.5. Knaccuduxanus 3a6071eBaHUA UJIH COCTOSAHUSA (TPYNIbI 3200/1eBAaHUI MJIH COCTOSIHUI)

1.5.1. Me:xxayHapoaHasi THCTOJIOTHYECKAsl KIaCCH(PUKALMA

CornacHo MexayHapoqHOH rucTOJOrMYeckor (kmaccudukanus BceemupHoil opranuzanuu
3npaBooxpanenus (BO3), 4-e uznanue, 2017 r.), AKP koaupyercs kak 8370/3 (Tabm. 2) [2].
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Tabnuua 2. Kitaccudukanus BO3 onyxoseii kopbl HaamnouedyHukos, 2017 r. [2]

AJIpEeHOKOPTUKAIIBHBIN pak 8370/3
AJIpEeHOKOPTUKAJIbHASI aJleHOMA 8370/0
OrmyX0Ji CTPOMBI MOJIOBOTO TsDKa 8590/1
AJleHOMaTOUIHAsI OTTYXOJIb 9054/0
Me3eHXUMaITbHbIC U CTPOMAITBHBIC OITYXOJIH

Muenonumnoma 8870/0
[lIBanHOMA 9560/0

I'emaronumdounHbie OMyXxou

Bropununsle onmyxonu

Mopdonoruueckue KoAbl TNPUBEIEHBI B COOTBETCTBMM C MexAyHapoaHOW Kiaccudukaruen
oHKoJiornueckux 3adonesanuii (ICD-0O):

/0 — noOpokayecTBEHHAS OITYXOJIb,

/1 — onyX0Jib ¢ HEYTOUYHEHHBIM, MOTPAHNYHBIM WJIK HEOTIPEICTICHHBIM 3JI0KAYeCTBEHHBIM TIOTCHITUAIOM,
[2 — carcinoma in situ WM HHTpasMUTEIHAIbHAS HEOIUIA3Us BBICOKOM CTEMEHM 3JI0Ka4eCTBEHHOCTH
(grade 3),

/3 — 3110KaYECTBEHHAS] OITYXOJTb.

1.5.2. CragupoBanmue

CramupoBanue AKP mnpoBomar mo kmaccudpukammun TNM AMEpUKaHCKOTO OO0BEIMHEHHOTO
komuTeTa 1o paky (AJCC)/Coro3a mexayHapoaHoro koHtpossi Hag pakom (UICC) 8-ro mepecmotpa
(2017 r.) 1 mo knaccudukanuu EBponeiickoit paboueit rpynmbl M0 U3YYCHHIO OIyXO0JIeH HaIIMOYSUHUKOB
(ENSAT, European Network for the Study of Adrenal Tumors) [7; 8].

Knunnueckoe cragupoBanue AKP ocyiiecTBisieTcss Ha mpeAoNnepaliMOHHOM 3Tarie Ha OCHOBAaHUU
PE3yJbTATOB BU3YAJIM3UPYIOIIMX JUATHOCTHUECKUX MeToAoB. [locrme mnpoBeAeHHUs XUPYpru4ecKoro
JnedeHus i Haanexamero cragupoBaHus AKP HeoO0X0AMMO THCTOJOTHYECKOE MOJTBEPKICHHE
(pPTNM).

[Tepuunas omyxons (T/pT). Kputepuii T oTpakaer pacnpoCTpaHEHHOCTh MEPBUYHON OMYXOJIH U
COJICPKUT CIIETYIONINE TPaJaliu:

Tx: I[lepBuuHas onmyxoJjb HE MOXKET OBbITh OLICHEHA

TO: HeT maHHBIX O HAJTMYWU TIEPBUYHON OTTYXOJIH

T1: pazmep onyxonu < 5 cm;

T2: pa3mep omyxonu > 5 cwM;

T3: omyxonp m1000TO pasMepa C JIOKaIbHOW HMHBa3uel, 0e3 BOBJICUCHHS OKPY)KAIOLUIUX OPraHOB

<*> OxpyXalolUMU OpraHaMH SIBJISIFOTCS: MOYKa, Juadparma, KpyrnHble COCYyibl, MO/DKETYA0UHAs
XKeJesa, eYECHb.

T4: omyxonp mr000OTO pa3Mepa C MHBA3UEll OIMyXONIW B OKPYXKAIOLIUE OpraHbl W/Wid TpomOo3
HxHel nmonoit Bens! (HIIB) u/mmm TpoM603 moveyHO BEHBI.

Pernonapusie numdarndeckue y3nsl (N/pN). Kpurepuii N ykazbiBaeT Ha HaJlM4uue WIA OTCYTCTBHE
METacTa30B B PETHOHAPHBIX JIUM(ATHUECKUX y3IIaX

Nx: peruoHapHbie TUM(OY3IIbl HE MOTYT OBITh OLICHEHBI;

NO: oTCyTCTBHE METACTAaTUYECKOTO NOPaXEHUs TMM(OY3JI0B;
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N1: MeTactatudeckoe nopaxeHue JUM(pOoy3IoB

PernonapupiMu cumrtaroTcsi JIUMQOY3JIbl BOPOT TIOYKH, I[1apaaopTajbHble M MapakaBajlbHBIC.
CropoHa nopaxeHus HaAIOYEYHUKA HE YUUTHIBAETCSI.

Otnanennsle Metactassl (M). Kpurepuit M xapakTepusyeT Halu4ue UM OTCYTCTBHE OTAAIEHHBIX
METacTa30B:

MO: oTnaneHHBIX METACTAa30B OTCYTCTBYIOT

M1: otnaneHHble METacTa3bl IPUCYTCTBYIOT

I'pynnuposka kputepueB TNM nns onpenenenus craguu AKP o UICC u ENSAT npencrasieHa B
tabnuie 3. Kpurepuu ycranosnenus craguu AKP uaentnuns kak ains UICC, Tak u st ENSAT.

Ta6muua 3. CragupoBanue AKP mo TNM AJCC/UICC 8-ro nepecmotpa u ENSAT

Cramus no AJCC/UICC Kpurepuu cragupoBanus ENSAT
8-ro mepecmoTpa u TNM no AJCC/UICC 8
ENSAT
Cramus 1 T1 NO MO Kax B UICC TNM 8
Cramus 2 T2 NO MO Kak B UICC TNM 8
Cramus 3 T1/T2 |N1 MO OmyxoJib ¢
T3/T4 |NO/N1 MO - MeTacTa3aMu B JTUM(OY3IIbI

- pacmnpocTpaHeHHMEM HWHQUIBTpaLUU 3a
MpeieNbl HaAMoYeyHUKa

- omyxojeBbiM TpomOo3zom HIIB wmm
MOYEYHOUN BEHBI

Cranus 4 T1-4 N1-4 M1 JIro6as OTTyXOJIb C OTHAJIEHHBIMU
MeTacTa3aMu

1.6. KanHu4yeckass KapTHHAa 3a00/1eBaHUsI WM COCTOSIHUSL (TpPynnbl 3a00JieBaHUH WJIH
COCTOSIHMA)

AKP moxeTr ObITh rOpMOHAIBHO-aKTUBHBIM, SIBIISISICH, Yallle BCEro, MPUYMHON CYyOKIMHHUYECKOIO
nmu manudectHoro cuuapoma Mnenko-Kymuara (CUK), w/unm BUPUIBHOTO CHUHAPOMA, WM MOJXKET
OBITh CIIy4aifHO BBISBIIEHHOM FTOPMOHAJIbHO-HEAKTUBHOM OIMYyXOJIbIO HAIOYCYHHKA

Knununueckue nposiinenuss AKP B pa3HbIX BO3pacTHBIX IPyIIax HECKOJIbKO OTIUYAIOTCS.

Y B3poCIbIX TAUEHTOB KiuHuYeckue mposiBieHus AKP BkIO4arOT cUMOTOMBI HU30BITOYHOMN
ropmMoHaneHoi cekpeunu (50-60%) u Hecneunduyeckne CUMITOMBI, CBSA3aHHbBIE ¢ pocTOM omyxoiu (30-
35%) [2; 9; 10]. B ocramphbix ciaydasx (10-15%) 3aboneBaHre OOHApY)KHBAETCS CIyYalHO TPH
MPOBEJICHUN BU3YATM3UPYIOIIUX HCCICAOBAHUNA: MYIbTUCHUPATIHLHON KOMIIBIOTEPHON ToMorpaduu
(MCKT) w/mnun marHuTHO-pe3oHaHcHON ToMmorpaduu (MPT) w/unu yapTpa3ByKOBOIO HCCIEIOBaHMSA
(Y3W) kak unimaentansoma (Tao6u. 4) [8-13].

Ta6muua 4. Knmnanueckue nposisinenust AKP y B3pocnbix nanueHTos [8]

[Iposinenus AKP PacnipoctpaneHHOCTD
ABTOHOMHasi TOPMOHAJIbHAS TUIIEPIPOLYKIIUS 50-60%
- 'mnepkoptunmsm (cunapom Mnenko-Kymunra) 50-80%
- ['unepnpoaykuus aHIpOreHOB (BUPHIIN3ALMS Y JKEHILHH ) 20-30%

Ctpanuua 6 13 59


http://disuria.ru/

KnuHuyeckme pekomeHaaumm — Pak Kopbl HagnoyeyHnka (AopeHokopTukanbHbl pak) — 2020-2021-2022 (13.01.2023) — YTBepxaeHbl
Mwn3gpasom PO

- [uneprpoyKius 3CTpOreHOB 5%

- [lepBrUuHBI TUIIEPANIBIOCTEPOHN3M 2-3%
Hecnemmduaeckue nposiBieHUs 30-35%
WNunmnenranoma 10-15%

Haubosiee pacmpocTpaHeHHBIM  MPOSBICHHEM T'OPMOHAJIBHOW THUHEPHIPOAYKIIMH  SBISETCS
TUIEPKOPTULIN3M, Kak n3oiupoBaHHbli (30-50%), Tak U B coueTaHUU ¢ cUMIITOMaMH Bupuin3zaimu (20-
30%). Takum oOpazoM, rumnepkoptuiusMm gocturaet 50-80% cpenu Bcex ciaydaeB TOPMOHAaIbHO-
aktuBHOTO AKP.

W3onupoBaHHas TUNEPNPOAYKIUS aHIPOTEHOB SBIISETCS BTOPBIM [0 PacHpOCTPaHEHHOCTU
nposiBiieHueM ropmoHanbHON akTuBHOCTH AKP (0 20% nammenTtoB). I'unepanaporeHeMust y *eHIIUH
MOXXET MPHUBOJUTH K Pa3BUTHIO TMPCYTU3Ma, BUPWIM3AIMN U HApYIICHUIO MEHCTPYaJIbHOrO LHUKIA. Y
MYKYUH M30BITOK aHAPOTEHOB 4YacTO OCTaeTcs HE3aMEUYEHHBbIM BBUAY CKYIHOCTH CHMIITOMOB.
I'unepnpoaykuus sctporeHoB npu AKP Bctpeuaercs penko (meHee 2%), BBI3BIBAET Y MY)KUMH pa3BUTHE
TMHEKOMAcTUH M aTpouu SUYEK, y IKEHIIWH B IOCTMEHOIAay3€ IMPOSIBISIETCS METPOPpParusiMH.
N30biTOyHAs cekpelrs IMOJIOBBIX TOPMOHOB NpU OOHApYy)KEHHHM OINYXOJU HaANOYEYHHUKAa OCOOEHHO
nojio3puresibHa B oTHomeHun AKP.

HaubGonee penkuii BapuanT sHAokpuHomatuu npu AKP cBsizaH ¢ NposiBIEHHSIMH TEPBUYHOTO
TUIEepaIbJA0CTEPOHN3Ma, KOTOPBIH MaHU(]ECTUPYeT BBIpaXEHHOW apTepuaibHOW TUIEpTEeH3UeH Hu
runokanuemueil. IloBbllIeHHAas NPOAYKIMS ajbJOCTEpPOHA OTMEYAEeTCsl HECKOJIbKO 4Yallle B paMKax
CMEIIaHHON TOPMOHAJIBHOW ITPOTyKIUN.

B 6onpmuncTBe ciiydaeB AKP nMeer oTHOCHTEIBRHO OOJIBIIME pa3Mephl, B cpeaHem — oosiee 10 cm;
OTyXOJIb MOYKET yBeNIMuuBaThcs 10 25 cMm u Oonee. Hecremmduueckue cumntombl AKP, Takme kak
muckoM@opt wiar 6om, 00JIb B MOSCHUYHON M a0JOMUHAIBHON 00MaCTsIX, OIIYIICHHE MEPETOTHEHUS
XKeIyaKa, 00YCIOBIEHBI POCTOM OIYXOJIHM B pa3Mepax U KOMIIPECCHEH MpHUIIeKaIux oprados [14].

CUMIITOMBI, TPaTUIMOHHO AacCOLMUPYEMbIE C OHKOJIOTHYECKHM 3a0ojieBaHUEM (MIOXY/AEHUE,
MOBBIIIEHHOE MOTOOT/EIEHNE B HOYHOE BpEMS, BBIpaKEHHAs CJIa0O0CTh, JIMXOpaJKa), KaK MpaBUio, HE
xapaktepHsl 11 AKP [8].

VY nereit ropmoHanbHas akTUBHOCTH AKP BbIsIBIsieTcs yalie, 4eM y B3pOCHbIX, U COCTaBIISIET 87-
95% cnyuaeB 3a0oneBaHus. BOIBIIMHCTBO OMyX0Jiel M30JMPOBAHHO CEKPETHPYET KOPTH30J (65%) unu
aHaporeHsl B koMOuHanuu c¢ koptuzoioM (30%). [pyrue BapuaHThl TOPMOHAJIBHON AKTHBHOCTH B
JIETCKOM BO3pPAcTe MOXHO CUMTATh Ka3yUCTHUECKUMH.

2. ImarHocruka

Kpurepun ycranosnenus nuarno3za AKP Bkirouarot

1. xanoObl MalMenTa;

2. NaHHBIC UHAUBHUIYAJILHOTO U CEMEMHOT0 aHaMHE3a;

3. pe3yabTaThl (PM3UKAIBHOTO 00CIIeIOBAHMS;

4. pe3ynbTaThl 1a00PATOPHBIX, THCTPYMEHTANBHBIX U UHBIX JUATHOCTUYECKUX UCCIIETOBAHUI.

HuarHoctuka HeMmeractatudyeckoro AKP ocymecTtisiercs B ciaydae BBISBIECHUS OIIyXOJIU
HaamoueyHuka. C  3T1oif  ToukM 3penuss guarHoctuka AKP  paccmarpuBaeTcs B paMKax
mddepeHInanbHOT0 JUarHo3a ¢ ApYruMU OIyXOJIIMU HAANIOYEYHHUKOB, HanboJiee 4acTO BBISBISIEMbIMU
ciyyaiiHO (MHUMAEHTanomMaMM). TepMHMH "MHIUAEHTaJOMa HaJo4YeyHUKa" sBIseTcs COOMpPATEeNIbHBIM,
BKJTIOYAIOIIUM Pa3HOOOPa3Hyt0 0 MOPQOJIOTUU TPyIIly omyXxoJieil 6ojee 1 cM B auamerpe, ciydaiHO
BBISIBIICHHBIX [IPU paJinojiorndeckoM oocnenoanun [15]. BeisiBineHHOe 00pa3oBaHuEe MOKET

- 0Ka3aThCsl KAk TOPMOHAIbHO-HEAKTUBHBIM, TaK U aKTUBHO NMPOU3BOAUTH PA3TUYHBIE TOPMOHBI;

- HCXOJUTh M3 pa3IMYHbIX 30H HAAMNOYEYHHMKA MM HMETh HECHeUU(PUUHYI0 OpraHHYIO
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MIPUHAIC)KHOCTD;
- OBITH 3JIOKAYECTBECHHBIM WM JOOPOKAYECTBEHHBIM.

JInarHocTuka MECTHOPACIPOCTPAHEHHOIO WJIM METAaCTaTUYECKOTO pPaka Kak IIPaBUJIO HE BBI3BIBACT
TPYAHOCTEH, HMHOTIA TMPOBOAWUTCS IudepeHIranbHas ITUarHoCTUKAa C OIMYyXOJIIMU T€YeHH, IMOYKH,
3a0pIONTMHHBIMA HEOPTaHHBIMU OMYXOJISIMH.

IIpu AKP HeOonblIMX pa3MepoB C MAcCCUBHBIM OTAAJICHHBIM METACTAaTUYECKUM MOPaKEHUEM
MOKET BO3HUKHYTh HEOOXOIUMOCTHh IH(PQPepeHInaNbHON JHATHOCTHKH C JPYroil 3JI0Ka4eCTBEHHOM
OIIyXOJIBIO C METACTa30M B HAIOYEUHHK (HAIIpUMED, paKa JIETKOI0).

2.1. KanoObl 1 anHamMHe3

KanoOpl manueHToB ¢ ropMoHanbHO-akTUBHBIM AKP ompenenstorcs XxapakTepoM CEKpeTOPHOTO
CIEKTpa OMYyXOJIU:

- TUIEPKOPTULIM3M: 0011asi c1abocTh, TOJOBHBIE 0O, TUCIUIACTUYHOE OKUpPEHUE, apTepHalibHas
TUIEPTEH3Us, MbIIIeYHas c1ab0oCTh, MaTPOHU3M, "KIMMAKTEpUUYECKUN TOpOuK", sipKue HIIUPOKUE CTPHUU
(mepennsisi OprolrHas CTeHKa, Oeapa, MOAMBIINIEYHbIE O0JIACTH W T.J.), HapyLIEHUS MEHCTPYaJbHOTO
LIMKJIa, CHIYKEHUE T0JI0BOTO BJICUEHUS, CaxapHbIi 1uaber, u ap.;

- TUNEPAHJIPOreHEMHUS: Y JKEHIINH THPCYTHU3M, HapYIIEHUs] MEHCTPYaJIbHOTO LIMKJIA, YBEJIUYECHUE
KIIUTOPA; TOBBIIICHUE KUPHOCTH U HEUHCTOTA KOXKHU;

- TUIEPICTPOTCHEMHUS: HUMIIOTEHLMS, THMHEKOMAacTUs y MYKUUH, METPOpPparudl y >KEHIIMH B
MIOCTMEHOTIAY3€;

- TUIEPaJIbAOCTEPOHU3M: apTepUalIbHAs THUIEPTEH3Us, HE KOPPUTHpyeMasi MHOTOKOMIIOHEHTHOMU
Tepamnueil, MplleyHas ciabocCTb.

l'opmonansHO-HeakTUBHBIE AKP MOTryT mposBIATBCS HecenupUYSCKUMH Kajo0aMu Ha
TUCKOM(OPT/O0JISIMA B JKMUBOTE WJIM CIIMHE, OUYIICHHUE TIEPETIOTHEHHUS B )KUBOTE, HAIMYNE 00HEMHOTO
o0Opa3oBaHus B OPIOIIHON TOJIOCTHU, ONIPEAETIIEMOT0 CaMOCTOATEIHHO IPU OIYTIBIBAHUH )KHBOTA.

B 10-15% Bcex ciydae namuentsl ¢ AKP He mpenbsaBistoT xanob, B atom cinydae AKP nepBuyHO
BBISIBIISICTCS KaK MHIIUACHTAJIOMA.

2.2. PDu3uKajIbHoe 00C/Ie10BaHNEe

[Iposienenuss AKP, BoisBisemble 1npu  (U3MKAIBHOM  OOCJHEIOBAaHUM,  OINPEACISIOTCS
CUMITOMATUKON TOPMOHANILHOM runeprnpoaykun (cMm. pasnens! 1.6 u 2.1). Omyxoiib 60bIIMX pa3MepoB
MOXeT ObIThb OOHapyXeHa MaiabHaTOpHO. BO3MOXXHO TUArHOCTHPOBAHUE JMXOPAIKHU BCIEACTBHE
COITYTCTBYIOIIIETO HEKpo3a B omyxoiu. KimHuueckue mposiBieHus MOTyT umerh MmeTactassl AKP B
MeYeHb, JIETKUE, KOCTH.

2.3. JIabopaTopHble IMATHOCTHYECKHE HCCIeI0BAHUSA

- 2.3.1. PexoMeHyeTcsl BCEM MallMeHTaM IPHU BBISIBICHUM OITyXO0JIM HAANOYEYHHUKA pa3MepoM Oosee
1 cM B mepByl ouepelb JIAaOOPATOpHbIE HCCIENOBAHMS JUIl MCKIOYEHHUS WIM HOATBEPXKIACHUS
TOPMOHAJILHOW aKTMBHOCTH OO0pa3oBaHMs, KOTOpash MOXKET TMpPOSBIATbCA THUIEpKaTeXOoJaMUHEeMuel,
AKTT -He3aBHCUMBIM TUIIEPKOPTHIIU3MOM, IEPBUYHBIM TUIIEPAIbI0CTepOHU3MOM [13, 17].

VYpoBeHb yOeauTenbHOCTH pekoMeHauii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

KomMmenrapuii. [Io 1aHHBIM CBOAHOM ayTOIICMMHOM CTaTUCTUKH, PACIPOCTPAHEHHOCTH CIIy4ailHO
BBISIBJICHHBIX OIYyXOJIEM HaAnouYedHHKa cocTaBisgeT B cpeaHeM — 6%. [lo nanaeim MCKT, "cnyqaiinsie"
00pa3oBaHusl HAAMOYCYHHKA BBISBISIIOTCS NPUOIH3UTENBHO Y 4% o0cienoBaHHbIX manueHtoB [16]. B
Bo3pacte 10 30 et nHIMAeHTaToMa BeTpedaeTcst npuommusurensHo y 0,2% o0cnenoBaHHbBIX, HO B TpyIIIe
nanueHToB crapue 70 et yactoTa Bo3pacTtaet 10 7%.
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IIpencraBinenust o uactore BbiABIeHU AKP npu umHHMAEHTanomax NEpPEeCMOTpPEHa B CBSI3U C
pacilMpeHueM KIMHUYECKOW 0a3bl HCCIeNOBaHMNH M TpPeOOBaHUSAMHU K XapakTepy H AU3aiHYy
SMHUIEMHOJIOTHYCCKUX HuccienoBanuii. Tak, mo manaeiM W.F. Young u coaBtr. [17], wactota AKP
oneHuBanacy 4yth Oosiee 4%. Ilo3anee, MexkMHUYeCKUil aHanu3 [13] OoJblIOro Ymcia MAalMEHTOB
IpoJiIeMOHCTpUpoBa pacnpoctpaHeHHOcTs AKP cpenu nnnmaenranom He 6osee 1,9%.

- 2.3.2. MHccnepoBaHMe TOpPMOHAJIBHON  aKTUBHOCTM  OIYXOJM  HAJIOYEYHHKA CTPOro
pEerJaMeHTUPOBAHO M PEKOMEHJYEeTCS YYMUTHIBaTh €ro pe3ylbTaThl Uil KaXJ0ro MalMeHTa IpHU
TUTAHUPOBAHUM TIPEIOTICPAIIMOHHON MOATOTOBKH, 00bEeMa OIepalyy, Mociaeayiomero HaomoaeHus [13,
24].

VYpoBeHs yoeauTenbHOCTH pekoMeHaamuii — C, ypoBE€Hb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. OTcyTrcTBHE IFOOBIX KIMHHUYECKUX TMPOSBICHHH W MaHU(ECTHBIX MPU3HAKOB
TOPMOHAJILHOM aKTUBHOCTH SIBISIETCS, K COXQJEHUIO, HEIOCTAaTOYHO M3BECTHOH, HO JOBOJIBHO
pacnpocTpaHeHHOH "MOBYIIKOMU".

B cBa3u ¢ yBenuuuBarmIelcs paclpoOCTPAHEHHOCTbIO M JOCTYIMHOCTbIO METOJO0B TOMUYECKOM
JMarHOCTUKH, HAuyMHasg C JBYX MOCJIEIHHUX JIeKaJ IMpOIUIOro BeKa, OTMEYAeTCsl YBEJIWYEHHE 4YHcia
MHIUICHTAJIOM HaJAMOYeYHUKa. OTO, B CBOIO OdYepelb, MPHUBEIO K YBEJIUYEHHUIO YAEIBHOTO Beca
kiuHu4eckn "HeMbIX" (eoxpomormrom/maparanriaroM (OXIYIIT) ¢ 10 mo 40-45%. Ilpu cmyuaiino
BBISIBJIEHHBIX OMyXoJsix yactoTa BcTpeyaemoctd OXI/TIT ouenuBaercs B 5-6%, Mpu 3TOM KIMHUYECKH
"HeMmble" (HOPMBI COCTaBISIOT MOJaBisAIoNIee OOMBIIMHCTBO. JlocTaTouHO yYacTo BbIABISETCS (EHOMEH
CYOKJIIMHUYECKOTO runepkopTuiimsma — 8-12% nabmoaenuit cpean uHmaeHTazom [18, 19].

WNnorpa Berpewaercss oOpaTHas cUTyalus: sipkas KIMHHYECKas KapTHHA THUIEPHPOIyKIIMH
OTIPENICJICHHOTO TOPMOHA HAIlCIMBAET Bpada Ha "OUYEBHWIAHBIA" JMArHO3, Ka3ajioch Obl, HE TPeOYIOIIHi
THIATENIbHOM TOPMOHAIBHON JUArHOCTUKH. 3a4acTyio, MOP(OIOrHUECKH OMyX0Jb UMEET HHYIO IPUPOY,
OTMIMUHYI0 OT "oueBuaHOro" mmarHosa. Tak, B suTepaTrype HeoAHOKpaTtHO ommcanbl DOXIYIIT,
MPOSIBIIAIONINECS HE TOJbKO THUIEpKaTeXoJlaMUHEMUEH, HO U HKTONMHUPOBAHHOW MpOAYyKLHEH
KOPTHUKOTPOIIHMHA, TPOSABJISIOIIErocs "oonpmMu mpu3HakaMu rurnepkopruimsma [20-22].

OnrcaHbl MPOTEKAMOIINE C KIACCUYECKUMMH TurnepTeH3uBHbIME Kpuzamu "OXII/TIT™, xotopsie
OKa3bIBAIOTCS TOPMOHAJIBHO-HEAKTUBHBIMHU a/ICHOMAMH KOPBI HAJIOYEYHHKA, WM, YTO TOPA3I0 XYXKE —
AKP [23].

- 2.3.3.1. PexoMmeHtyeTcs BCeM MAIMEHTaM C BBIABICHHOM OIYXOJIbI0 HAJMOYCYHUKA POBOJUTH
HCCIICIOBAaHUE YPOBHS OOIIEro KOPTH30ja B KPOBH B paHHUE YTPCHHHE Yachl Ha (POHE IMOIABJISIOIIETO
Tecta ¢ 1 Mr nekcamera3oHa C Ieiblo Bepudukanuu runepkoptunusMma [19, 24, 27]. Hemoouenka
HAJIMYUS THICPKOPTUIIUM3MA (MaHH(PECTHOTO WM CYOKIIMHUYECKOTO) CBs3aHA C BBICOKHMM PHCKOM
Pa3BHUTHS OCTPOM HAAIOYCYHUKOBON HEJOCTATOYHOCTH B ITOCIICOTICPAIIMOHHOM TIEPHO/IC.

YpoBenb yoeautensHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

- 2.3.3.2. Tlpu otrcyrcTtBud (DU3HOJIOTHYECKOTO TOJABICHHUS YPOBHA KOPTH30Jla B KadecTBe
MOATBEPKIAOLIETO TecTa PEKOMEHIyeTCs UCIIOJIb30BATh WCCIIEIOBAHKE YpOBHS
aJlpeHOKOPTUKOTPOIHOTO ropMoHa B kpoBu (AKTT') B yrpennue vacer [13, 17, 24].

VYpoBeHb yOeauTenbHOCTH pekoMeHauii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. IlanueHTsl ¢ HMHUMICHTAIOMOM HAANOYEYHHKA PEIKO HMEIOT pa3BEPHYTYIO
KJIMHUYECKYI0 KapTUHY THUIEPKOPTULIM3MA, OJHAKO OWOXMMHMYECKHE MPHU3HAKU TUIEPKOPTULU3MA
OTMEYaroTCcs MpUMEpHO y 8-12% maruenTos [24].

VY 370pOBBIX JIMIl Ha3HauyeHUE Cynpadu3nOJOTHUECKON J103bl TIIIOKOKOPTHUKOUOB IPOSBISAETCS
nonasieHueM AKTIT u cuHre3a xoprtuzoma. Ilpu Ha3HaueHMHM HU3KHX 103 CHHTETUYECKOTO
TIIIOKOKOPTUKOMJIA JeKCaMeTa30Ha MPU CUHAPOME SHIO0T€HHOI0 THIIEPKOPTHIIM3MA JF000T0 TeHe3a 3TOro
noJaBlieHuss He mpoucxomut [25]. HouHo#M TecT AOCTaTOYHO MPOCT M BBHINOJHHM B aMOyIaTOPHBIX
ycioBUAX: 1 Mr aekcamerasoHa MpUHUMAETCs MexXAy 23 u 24 yacamu, KOPTU30Jl U3MEpsIeTCsl B KPOBH,
B3STOH ClleAyroIUM yTpoM Mexay 8 u 9 vacamu. bonee Bbicokue 10361 (1,5 umm 2 Mr) He ymydmaroT
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TOYHOCTH TecTa [26].

B kauectBe JMAarHOCTUYECKOTO KpPUTEPHS C BBICOKOM OTPUUATEIBHOW IPOTHO3UPYIOLIEH
LIEHHOCTbIO B OTHOUIEHUM CYOKIMHMYECKOTO TMIIEPKOPTULM3MA IHPEUIOKEHO CUYUTATH I10JABJICHUE
YTPEHHEr0 KOpTH30Jia MeHee 50 HMOJIb/1T (4yBCTBUTEIILHOCTD OoJtee 95%) [24-26].

[Ipn wuHIMIEHTaJIoOMaX HAANOYEUYHUKOB OIPEEIEHue CYTOYHOTO KOpPTH30Ja MOYM 00Jaaaer
MEHBLIEH YyBCTBUTEIBHOCTbIO B CPAaBHEHUH C JIEKCAMETA30HOBBIM TECTOM M HOYHBIM CHIBOPOTOYHBIM
kopTHu3oyioMm [27, 28]. OgHako cnenupUYIHOCTh IMOJABISIONIETO TecTa NMpu ypoBHe cut-off menee 50
HMOJIB/TT He TipeBbimaet 80%. [l yMEeHbBIICHUS YHCiIa JIOKHOTIOJIOKUTEIBHBIX PEe3Y/IbTaTOB B KA4eCTBE
BEpUDUITUPYIOIIETO TECTa UCTIONB3YeTCs onpeeneHne B yrpeHaue dackl ypoBHs: AKTI. IlomaBneHHbIN
ypoBeHb AKTI' moareepxkpaer amarHo3 cupapoma HMueHko-KylmMHra y mnanuMeHTOB C OIYXOJISIMH
Haano4yeyHukoB [28]. Usmepenne AKTI He sBIsieTCs METOIOM MEPBUYHOMN JIUATHOCTHKH, OJJHAKO MOYKET
CIIY’)KUTb TIOATBEPKJAIOIIUM NPU3HAKOM CYOKJIMHUYECKHX MPOSBIECHUN TUIEPKOPTUIIM3MA B 3TOM
IpyIIe NalueHTOoB.

Bo3HMKHOBEHHE TMOCICONEPAMOHHON OCTPON HAANOYEYHUKOBOM HENOCTATOUYHOCTH SIBISETCS
OCHOBHO NPUYMHOM, U3-3a KOTOPON AMATHOCTUKA CYOKJIMHUYECKOT0 THIIEPKOPTUIIM3MA SIBIISIETCS CTPOTO
oOs3arenpHOM. KinHHuYeckue MNposIBIEHUS SBISIIOTCS HECHEUM(PUUECKUMU ISl MOCIEONEPalMOHHOTO
neprojia ¥ 4acTo MUMHKPHUPYIOT TMOJ JPYrue OCJIOXKHEHHS (KpOBOTEUEHHE, MHTOKCHKAIUS, OCTPHIN
nH(papKT MUOKap/a U T.1.): OTCYTCTBHE alllleTUTa, Cl1a00CTh, TOIIHOTA, YMEPEHHAs! TUIIOTOHUS, B3yTHE
KUBOTA, BEUEpPHHE TEKTHYECKHE TMOJbEeMbl TemmepaTypbl. HecBoeBpeMEHHO paclo3HaHHbIE U HeE
Ky[UPOBAHHBIC, 3TH KJIMHUYECKUE MPOSIBICHUS MOTYT MPUBECTH K (haTajabHOMY Hcxoay [29].

OnyxoJib KOpbl HAANOYEYHUKA, ABTOHOMHO MPOIYLHUPYIOLIAs KOPTU30J], SIBISETCS NPUYHMHON
aTpouu KOpbl KOHTpJIATepaJbHOTO HajmnouyedyHuka. Ecnu npu ManudectHoMm cunapome Mienko-
KymmHra MOXHO OLCHUTh MNPOAODKUTENBHOCTh T'HIEPKOPTULM3MA [0 JABHOCTH KJIMHHYECKHUX
MPOSIBIIGHUH, TO MpH CYOKIMHMYECKUX (GopMax ero UIMTENbHOCTh Heu3BecTHa. [lpu miurensHOM
TEYEHUH TUIEPKOPTHUIIM3MA BO3MOKHA HeoOpaTuMasi aTpodusi KOpbl, TpeOyromiasi IIUTEeIbHOMN, eclu He
MOKU3HEHHOM, 3aMecTuTebHOM Tepanuu [30].

- 2.3.4. PekomeHayeTcsi BCeM IMalMEHTaM C BBISBJICHHON OIYXOJbIO HAANOYEYHUKA MPOBOAUTH
UCCIIeIOBaHUE YpOBHEW MeTaHedpHHA U HOpMeTaHeppuHA B KPOBU HJIM B CYTOYHOH MOPIMH MOYU C
nensto Bepudurarmu OXIYIIT [13, 31, 32, 33]. HenooneHka Haau4us KaTeX0JaMUH-CEKPETUPYIOIICH
ONyXOJIM CBSI3aHA C BBICOKMM PHUCKOM IE€PUONEPALUOHHOTO Pa3BUTHS  BBICOKOAMIUIUTYIHBIX
TUIEPTEH3MBHBIX KPU30B, OTeKa JIerKuX, (aTaJbHBIX apUTMHM, CcUHApoMa "HEympaBisgeMOn
FeMOJIMHAMUKH" 1 BHE3AITHOMW CEPACUYHON CMEPTH.

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNbCTB — 4

KommenTapuii. Jlaxke ecau knmanyeckoe tedeHue OXI/TIT O6buto "OGeccMMNITOMHBIM", BBICOKHI
YPOBEHb LIUPKYJIUPYIOMINX KaTE€XO0JaMHUHOB BO BpeMs ONE€paliy MPUBOJUT K FMIIEPTEH3UBHBIM KpHU3aM,
apuTMUsM, cuHIpoMmy "HeympaBiusemod remomuHamuku" [30].  Ilom mocnemHuM  mOHSTHEM
MOIpa3yMeBaeTCs Pe3KOe yJallleHWe TUIIEPTEH3UBHBIX BHICOKOAMIUIUTYIHBIX KPU30B C yCYryOstoencs
HEeKypaOeJIbHON TUIIOTOHUEH B MEXIIPUCTYITHOM TEPHO/IE.

K cepre3HbIM JeueOHBIM OMIMOKaM MPHUBOIUT HENOOLIEHKA TUIIOBOJEMUYECKOTO CHHIpOMA Yy
naienToB ¢ OXIYIIT. ITlpu cHwkenun oObeMa UMPKYIUpYIOMEH >KUJIKOCTH W BBIPAXKEHHOMH
BAa30KOHCTPUKIMHM, ompeaenseMoe Ha mnepudepun AJ] Oyner 3HAYMTENBHO HUXKE, YEeM IpHU
HopMoBosieMuH. OTCYTCTBHE BBICOKOTO apTEPUAILHOTO JIABJIEHHs Ha Nepudepuu COMpPOBOMKAACTCS
THIIEPTEH3HUEH B IEHTPAJIbHBIX cocyaax [31].

C npyroil CTOpOHBI, JUINTENbHOE OECCUMNOTOMHOE TEUEHHE MOXKET ObITh OOBACHEHO
BHYTPUONYXOJIEBBIM METHJIMPOBAHUEM AKTHBHBIX (PpakiUil KaTeXOJaMHHOB OITyXOJIEBBIM (EpMEHTOM
KarexosnaMuH-O-metun-tpancpepazoit (KOMT). Opnako, HMHTpaonepalioHHO, MpPHU MEXaHUYECKOM
JaBIEHUM Ha OMyXO0Jib (IpU MHEBMONEPUTOHEYME, MAHUMYISIIHAX) WM NpU (HapMaKoJIOTHUYECKOH
MIPOBOKAIIMM HHTPAOTIEPALIMOHHBIM BBHIOPOC AKTHUBHBIX (pakuuié MoKeT OoOyClaBiIMBaTh JEOIOTHYIO
cumnromatuky @XIY/TIT. B cBsi3u ¢ 3TUM BceM manueHTaM ¢ OuoxuMudecku noarsepxaenno O XL/
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HEO0OXOIMMO TIPOBOJUTH MPEAOTIEPANMOHHYIO MOATOTOBKY, LEIbI0 KOTOPOU SIBISETCS HUBEIUPOBAHUE
BO3/ICUCTBUS IIUPKYTHPYIOLINX KATEX0JIAMUHOB Ha apeHoperientops [32-34].

- 2.3.5. PexomeHyeTcs BCEM MAIMEHTaM C OIYXOJIbIO HAJIIOYEUYHUKA MPH HATMYUU apTepHaIbHON
TUIEPTEH3UN MPOBOJUTH OIPENEICHUE COOTHOIIECHUS MEXIY YPOBHEM ajbJIOCTEPOHA U AKTHUBHOCTBIO
PCHUHA TUIa3MBbl KPOBH ISl HCKJIFOUCHUS TIEPBUYHOTO THITepaibaocTeponn3ma [ 36, 37].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. M3onupoBaHHass aBTOHOMHAs TUIEPHpOAyKIMs —anpgocrepoHa npu AKP
BCTpEUYaeTCsl KpailHe PeaKo. AJbJI0CTEPOH-NPOAYLIHPYIOIIUE OIYXOJIH MOP(OIOrHUECcKr BBIMJISAAT Kak
CBETJIOKJICTOYHBIC aJICHOMBI HEOONBIIMX pa3mepoB [16]. TecTtoM nepBUYHON JMATHOCTHKH SIBIISCTCS
OlIEHKa albpJocTepoH-peHnHoBoro cootHomenue (APC). Ilpm mnojgo3peHnn Ha NEpBUYHBIN
runepaibaocteponusM  (III'A) no pesynpratam APC, HeoOXoauMO TPOBEIEHHE OJHOTO U3
MOATBEPXKAIOIIUX MeT00B. Anroput™ obcnenoBanus npu [II'A moapoOHO M310kKEH B KIMHUYECKUX
PEKOMEHIANHUSAX [0 TUATHOCTHKE M JICUCHHUIO JaHHOU Ho30J0ruH [ 35, 36].

- 2.3.6. PexomeHmyeTcs BCeM TMAIMIEHTaM C OITYXOJIbIO HAJIOYEUYHUKA MPH KIMHUYECKOM
MOJI03PEHUH HA W30JIMPOBAHHYIO MIIM COYETAHHYIO C THIIEPKOPTHIIM3MOM OIMYXOJIEBYIO THITEPIIPOTYKIIHIO
MIOJIOBBIX TOPMOHOB TIPOBOJUTH KOMIUIEKCHOE OIpeeSieHHe KOHIIEHTPAI[MH CTEPOUIHBIX TOPMOHOB B
KpPOBH: JETHAPOIIHAHIPOCTEpOHa Cynbdara, 17-THAPOKCHUIIPOTECTEPOHA, aHIAPOCTEHAMOHA, OOIIEro
TecTocTepoHa (y JKEHLIMH), oOmero sctpaguoyia (y MYXKYMH M JKEHIIMH B MeHomayse), 11-
J€30KCUKOPTUKOCTEPOHA [8;]

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0OKA3aTEIIbCTB — 5

KommenTapuii. CteponaHbiii mpoduiab MalUEeHTa ¢ OMyX0JIbI0 HAAMOUYEYHUKA MOXKET YKa3bIBaTh HA
3JI0Ka4eCTBEHHYIO0 Ipupoay oOpazoBanus. CodyeTaHHas aBTOHOMHAs THUIEPHPOAYKIHUS aHAPOTEHOB M
KOPTH30Jla Y MallMeHTOB O0O0Ero IoJia, CeKpelus MpealIeCTBEHHUKOB CTEPOMIOB WJIM 3CTpaguoia y
MYKYHH TOBOPSAT B IOJIb3Y BHICOKOBEPOSTHOTO auarHo3a AKP [129].

HanpotuB, ymepeHHO BbIpa)XEHHBIH, IMTENbHBIM THPCYTU3M Ha (OHE TUIEPAHIPOTCHEMHUH Y
KEHIIUH Oojiee BEpOSITHO OOYCIOBJIIEH CHUHAPOMOM IMOJIMKMCTO3HBIX SIMYHUKOB WM HEKJIACCUYECKOU
(bopMoii BposkICHHON AUCHYHKIUU KOpbI HaamoueuHukos [130].

2.4. UHCcTpYMEHTAJIbHbIE TMATHOCTHYECKHUE HCCIIe0BAHUS

- 2.4.1. PexomeHayercs BCEeM TMallMeHTaM C OIyXOJIbI0 HAANMOYEYHUKA [UIsl JTMArHOCTUKU
3JI0KaYeCTBEHHOTO MOTEHIIMajda OIMYXOJU MPOBECTH OLIEHKY KOJIMYECTBEHHBIX JACHCUTOMETPHUYECKUX
nokazateneit npu tpexdaznoi KT opranor OpromrHoi#t mojoctu ¢ KoHTpacTHbIM ycuinernueMm (KVY) mpu
OTCYTCTBHH a0COJIIOTHBIX TPOTUBONOKA3aHMil k mpoBeaeHuto KT:

- INIOTHOCTHh TKAHEBOT'O KOMITOHEHTA JIO KOHTPAaCTUPOBaHUs (HATHBHAs);

- INIOTHOCTH B TKaHEBYIO (pa3y KOHTpacTUpOBaHUS (apTepualibHas U BeHo3Has ¢a3bl);

- IUIOTHOCTH B OTCpoueHHYIO (depe3 10 MuH. mociie BBeIeHUsI KOHTpacTa) ¢a3zy KOHTPaCTUPOBAHUS
(daza BeimbIBanu) [5, 8, 13, 75, 84].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

Kommenrapuii. [Ipu momydenun BBICOKOIUIOTHBIX KT-3HaueHWil B HATHBHYIO a3y, 3aJepiKKu
KOHTpacTa B OTCPOYECHHOH (aze — 370KaUeCTBEHHBINM MOTEHIIMAN OMYXOJH JOJDKEH OLIEHHWBATHCA, KaK
BBICOKHMI. OCHOBHBIM KpPHUTEpPUEM IMPHU (POPMHUPOBAHHUH MOKA3aHUN K OMEpalMH JO0JT0€ BpeMs SBISUICS
pazMep HOBOOOpa3oBaHUS, YTO MPUBOAUIIO, C OJHON CTOPOHBI, K OOJBIIOMY YHUCITYy HEOOOCHOBAHHBIX
BMEIIATENBCTB MPHU OMyXOJsiX Oonee 3-4 cM, ¢ APYroil CTOPOHBI — K HEAOOIEHKE 3JI0KaueCTBEHHOTO
MOTeHIIMana 00pa30BaHMii Majoro pazMepa mpu metracratudeckux nopaxeHusx u AKP. Ilpu uzydenun
utanesHckoro peructpa [37, 38] mmmb 25% omyxonell HaamovyeyHUKOB Oosiee 4 CM OKa3aluCh
3JI0KaueCTBEHHbIMU. OHOBPEMEHHO aBTOPHI MPHUBENM JaHHbIE, 4TO cpeau nanueHTtoB ¢ AKP omyxonu
MeHee 6 cM cocraBisuid okosio 10% HaOmofeHuid; ¢ ApYrod CTOPOHBI, CpPEeau BCEX OIyXOJel
HagmouyeyHuka Oonmee 6 cm B aumamerpe AKP cocraBun tompko 20% (!). B Gomee mo3zmHuX
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HCCIIEIOBAHUSAX, [IPU BBEJICHUU JEHCUTOMETPUUYECKUX KPUTEPHUEB 3JI0KAYECTBEHHOCTH OITyXOJIU, y1aJI0Ch
ONTUMU3UPOBATH [T0OKA3aHUS K ONIEPATUBHOMY JICUEHUIO HE TOJIBKO HA OCHOBAaHUU pa3MepoB OIyxoJiu. B
HACTOSIIMHA MOMEHT OCHOBHOE BHHMaHue B auarHoctuke AKP CKOHIIEHTpHUpOBaHO Ha KOJIMYECTBEHHBIX
noxka3zatensix Tpexdasznoit KT.

KT-cemuoTnka MHIIMIEHTAIOM HAOYEUHNKA OLEHUBACTCS B pE3yJbTaTe ONpEAEIeHUS MII0THOCTU
KUPOBBIX U HEKHUPOBBIX CTPYKTYP B HEKOHTPACTHYIO (ha3y (KHPOBBIC CTPYKTYPBhI HMCIOT MOHMKCHHYIO
IUIOTHOCTh). borartble numuzaMu TKaHM XapakKTepHbl Ui J1OOPOKAaueCTBEHHBIX aJ€HOM KOpBI
HagnovyeuHuka. OpHako okoyio 25% 10OpOKAaYeCTBEHHBIX aJEHOM MOTYT HE HMETh HH3KOU
"HexkoHTpactHOW" TwOTHOCTU. [lpm wmccnenoBanmm KT-mimoTHocTH Ha pa3HBIX (azax BBIBEICHHSA
KOHTpPAcTa IOJydeHbl IAaHHBIC, YTO aJCHOMBI KOpBI HAANMOYEYHHKA OBICTPO CHIDKAIOT II0Ka3aTelln
mwioTHOCTH (Yepe3 10 MUH. ociie BBeIeHUsI KOHTpAcTa, T.H. oka3arens "wash-out", 6o1ee uem Ha 50%),
B TO BpeMsl Kak Jpyrue oOpa3oBaHHUs HAANIOYEYHHKOB MMEIOT TEHJIEHIUIO K 3aJIep’KKE KOHTPACTHOIO
BelecTBa. Mi3mMepenue 3Toro noka3aress UMeeT OJU3KYI0 K aOCOJIFOTHBIM 3HAUYEHUSM JTMarHOCTHYECKYIO
LIEHHOCTh TpH JIu(PepeHInaIbHOM JauarHo3e ajaeHoM ¢ oaHoi croponbl, oT DOXIYIIT, AKP u
METaCTaTUYECKON KapIIMHOMBI C IPYTOM.

Huzkas (menee 10-15 HU) natuBHas mioTHOCTh TKaHeBoro kommoHeHTa npu KT wmnm OwbicTpoe
CHIDKEHHE HWHTEHCHUBHOCTM CHTHaja T[IOCJI€ BHYTPUBEHHOTO KOHTPACTHpPOBaHUS  aOCONIOTHO
Hexapaktepasl a1 AKP, wmeracrazoB u OXIVIIT. Jduddepennuanpapiii auarnoz ¢ OXIYTIT
OCYILIECTBJISIETCS] HA OCHOBAaHMM OMOXMMHYECKOT0 HCClIeJ0BaHMsI HOpMeTaHe(dprHa U MeTaHepprHa.

MPT u Y3U o6nagaroT BBICOKON YYBCTBUTEIHHOCTHIO B BBHISIBIICHUU OMYXOJIEH HAJMTOYCYHHUKOB,
OJIHAKO CHEeHU(pUIHOCTh METOJOB 3HAUYUTEIHHO HUXKE B CBSA3H C OTCYTCTBHMEM YETKHX KOJIMUYECTBEHHBIX
JEHCUTOMETPUUECKUX MOKa3aTesneil.

JIoTIOTHUTENBHBIM CYIIECTBEHHBIM IpenmyiiecTBoM KT sBiisieTcss BO3SMOKHOCTh OLEHKU KPUTEPHS
IUIOTHOCTH OITyX0JK B (ha3y BeIMbIBaHMs (Wash-out).

Mertactatuyeckoe MOpakeHHe OJDKHO OBbITh HCKIIIOUEHO/TIOATBEPKICHO B MEPBYIO OYepeab y
MAlMEeHTOB C aHaMHE30M OHKOJIOTMYECKOro 3alojieBaHUA. Takke, BEpPOSITHOCTh METAaCTaTHUYECKOTO
MOPAXEHUS] paccMaTpUBAETCAd TMPH JBYCTOPOHHEM MMOPAXKEHHH HAANOYEYHUKOB, OCOOCHHO MIpH
OTCYTCTBUM SIBIICHMM TOPMOHAJIbHOW AaKTUBHOCTH, Npu Hamuuuu KT-npusHakoB, XapaKTEpHBIX A
MeracTa3zoB. [lanMeHTsl ¢ MOJOOHBIMH TMOPAXKEHUSMU JOJDKHBI  MPOXOJUTH OHKOJIOTHYECKOE
oOcrenoBaHue IJIs UCKIIOYEHHUS PAcIpOCTPaHEHHOTO OIyXO0JIEBOTO Ipoliecca (B MEPBYIO OUepellb paka
JIETKOT0, KEeJIy/IKa, KOJOPEKTAIBHOTO PaKa).

- 2.4.2. PexoMmeHyeTcsl MalMEHTaM C TMOJO3PEHHUEM Ha OIyXOJb HAJMOYECYHHKA W HaJIUYUEM
MPOTHBOTIOKa3aHMi K BhIMoJgHeHNWIO KT ¢ koHTpacTHBIM ycuieHueM npoBectd MPT opranoB OpromrHoi
noJioctu (OBIT) 1 3a0pOIIMHHOTO MPOCTPAHCTBA B paMKax MEPBUYHOM UAarHOCTHKH [5, 8].

YpoBenb yoeautensHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

Kommenrapuii. MPT oO6namaeT BBICOKON YYBCTBUTEIHHOCTHIO B  BBISBICHHHM OITyXOJIeH
HAJMOYEYHUKOB OIICHKU PACIPOCTPAHEHHOCTH IMpoIiecca, B TOM YHCIIEe TOPAKEHUS CMEKHBIX CTPYKTYP.
Opnako crnenuduUHOCTH METOAOB 3HauuTenbHO Hmke KT B CBSI3M € OTCYICTBHEM YETKHUX
KOJIMYECTBEHHBIX ICHCUTOMETPUYECKHX MOKa3arenei [9].

- 2.4.3. PexoMeHyeTcsl MalMeHTaM C OINYyXOJIbl0 HAANOYEeYHHKa HeOoJbIIoro pasmepa (1o 4 cm)
BBITNIOJIHUTh TO3UTPOHHYIO SMHCCUOHHYIO ToMorpaduio ¢ 18-(hTopae30KCUIIOK030M, COBMEIIEHHYIO C
KoMIbloTepHO#t Tomorpadueit (BOAT-TIDT/KT), ans BepupUKALMH 310KAYECTBEHHOTO MOTEHIMANA.
Bricokas metabonnueckast aktuBHOCTh (SUV Gonee 3) siBiisieTcst KpUTEPUEM, TTO3BOJISIOLINM C BBICOKOM
CTEMEHbIO BEPOSTHOCTH MPEIIIOIAraTh 3JI0Ka94eCTBEHHYIO PUPoy omyxouu [40-43].

VYpoBeHb yOeAUTEIBHOCTH PEKOMEH A1 — B, ypoBEHb JOCTOBEPHOCTH JOKA3aTENbCTB — 2

Kommenrapuii. B ciaydae nmonospenust Ha AKP wnm meracrasel npu KT-minoTHeIX oOpa3zoBaHUsAX
Masoro pasmepa (Hampumep, 10 4 cM) nokaszano nposejenue BO-IIIT/KT, Tak Kak METOJ MO3BONSAET
ONpeNeuTh MeTab0JIMYECKyl0 aKTHBHOCTh oOpasoBaHus. Ecmu onpemensembiii  *®-IIDT/KT
HakonuTenbHbIN kputepuit SUV (standartised uptake value) 6omee 3, To BEpOSITHOCTD 3I0Ka4€CTBEHHOTO
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nopaxeHnus npessitnaet 80% [39-43].

2.4.4. PexkoMeHayeTcss NAIMEHTaM C BBICOKOBEPOSTHBIM WM KIMHUYECKH YCTaHOBJIECHHBIM
muarHo3oM AKP  BBIMONHUTH CHUPAJIbHYI0 KOMIIBIOTEPHYIO TOMOTpPAHIO JETKUX IS OLCHKH
BO3MOYKHOTO METAaCTaTHYECKOTo mnopaxkenus [5, 8, 13].

VYpoBeHs yoeauTenbHOCTH pekoMeHaamuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. [lockonpKy BbIOOp ONTHMalbHOM JIe4eOHON TaKTHKH W, B YaCTHOCTH, BOTIPOCHI
XUPYPrUUECKOro JICUEHHUs, ONPEAEIAIoTCA CcTaiueil 3abosieBaHMs, HEOOXOAMMO aJEKBAaTHO OLEHUTH
pacnpocTpaneHHocTh omyxoseoro mnpomnecca. KT OI'K, OBII, 3a0promuHHOr0 mpocTpaHCTBA W MaJOTro
taza ¢ KY no3Bossier BbISIBUTH 10/1aBIIsAOLIEE OOJIBIIMHCTBO METACTaTUYECKUX JIOKAIUI, KOTOpBIE Yallle
BCETO BKJIFOYAOT JIETKHUE U I1€YECHb.

Jlia MeTacTa3oB OpIOITHON MOJIOCTH €CTh MPEUMYIECTBA M HEJAOCTAaTKU MPH MCIOJIb30BAaHUHU KaK
KT, tak u MPT, Ho mia rpyanoit nosocty KT ¢ KY sBnsercs npeanoyTuTenbHbIM METOJIOM, TaK KaK OHa
MPEBOCXOUT BCE IPYTHUE METOIbI B OOHAPY)KEHUH MYJIbMOHAIBHBIX METACTa30B MaJbIX pazmepos [9].

- 2.4.5. PexomeHayercs mMalMeHTaM C BBICOKOBEPOSTHBIM WM  KIMHUYECKH  W/WIK
naToMopgosiorndeck BepuuipoBaHHbiM auarHo3oM AKP u momo3peHueM Ha MeTacTaTHUECKOe
TOpakeHHe KOCTel CKeleTa BHIIONHHUTH CHMHTHTpaduio KocTel Bcero Tema wmmu °®JIT-TIIDT/KT s
YTOYHEHUS] HAJUYMSA/OTCYTCTBUS KOCTHBIX METAcTa3oB, a Takxke mpoBecTd MPT romoBHoro mosra st
UCKJTIOYEHHS] METACTaTUYECKOTO MOPaKEHHUsI TOJIOBHOTO MO3ra NMPpU HAIWMYUHU KIMHUYECKH 000CHOBAHHBIX
o to3penwuii [5, 8, 13].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0OKA3aTEIIbCTB — 5

KomMmenrtapuii. M3onupoBaHHbIE MeTacTa3bl B KOCTHM M TOJIOBHOW MO3T SABJISIIOTCS PEAKUMH
cooprTusiMu Tipp AKP  6e3 meTracTaTHYecKMX MOpaXEHUH Apyrux Jokanusanuii. JlomosHUTENbHAS
BU3yanu3anus, (OKycHpyoIlascsi Ha 3TUX Yy4acTKaxX, OINpaBlaHa TOJbKO TOIJAa, KOIJa HMeeTcs
000CHOBAaHHOE KJIMHUYECKOE IOJ03PEHUE WU BBISIBICHb BTOPUYHBIE OYard HHBIX JIOKAJIM3aLUM.
Crnenyer OTMETUTh, OJHAKO, YTO 3TOT BOMPOC B HACTOSIIEE BpeMs M3Y4eH HEIOCTAaTOYHO U Tpelyercs
MIPOBEICHUS JalbHEHIINX HccireaoBanuii [9].

- 2.4.6. DBrpmosiHEHHE TYHKIIMOHHOW OHWOIICHM OMYyXOJW HAJMOYCYHHKA MOXET OBITh
PEKOMEHJI0OBAHO TOJBKO MpPH OOOCHOBAHHOM TIOJIO3PEHHHM HAa €ro MeTacTaTHuecKkoe (BTOPUYHOE)
MOpaXEHNE UM B cllydae HEeonepadelbHOr0 METAaCTaTUYECKOTO OIyXOJIEBOTO Mpollecca Mepel HauaioM
JIEKapCTBEHHOW MPOTHBOOMYXOJEBOM Tepanmuud. B oCTanpHBIX ciaydasX BBINOJHEHHE ITYHKIIMOHHOM
OMOIICHH OITyXOJIM HAaAMOYEYHHKA KATErOPHYCCKH He pekoMenayeres. [8, 13, 122].

YpoBenb yoeaurenpsHOCTH pekomMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

Kommenrapuii. B nuddepenunanbHoM auarHo3e opraHocrnendGUyHbIX OMyXoJiel HaAro4YeyHuKa
MYHKIIMOHHAsE OWONCHUS HE UMEeT JIOKa3aHHBIX MPEUMYIIECTB, AaCCOLMHUPYETCsl C  HHU3KOU
YyBCTBUTEIBLHOCTBIO, CHEHU(UYHOCTHIO, a TaKkKe C BEPOSATHOCTHIO OCIOKHEHHHA, B TOM 4YHCIIE
METacCTaTHUYECKOTO TMporpeccupoBaHus. ToTanbHOE BBINOJHEHUE IMYHKIIMOHHOW OHOICHM OIyXOJei
HAJMOYEYHUKOB HE MPOJEMOHCTPUPOBANIO YAyUYLIECHHUS pe3yabTaToB AuddepeHnanibHoi THarHOCTUKH
UHIUICHTAJIOM, HANpOTHB, TMPHUBEIO K  POCTY  OCJOXKHEHUH,  JIOKHOMOJOKHUTEIbHBIM U
JIO)KHOOTPHUIIATENFHBIM 3aKIIOYCHUSAM. B HAcTOSIIMIT MOMEHT MyHKIHs IlenecooOpa3Ha JHIIb TpH
MOJI03PEHUH Ha METACTaTUYECKOE MOPAKEHUE HANIIOUYEYHUKOB, I/I€ UYBCTBUTEIBHOCTD LIUTOJIOTHYECKOTO
uccinenoBanusi cocrabnseT 80-86%. Tak jxe MyHKIMOHHAs OMOIICHS TOKa3aHa MPHU TOJO3PEHUU Ha
HEXO/KKHMHCKYIO TUM(POMY C U30JUPOBAHHBIM MOPAKEHUEM HAJIMOYEYHUKOB. 3a00JIeBaHNE BCTPEUALTCS
KpaiiHE pelKo, XapaKTepu3yeTcs JABYCTOPOHHUM HWHOUIBTPATUBHBIM TMOPAKEHHWEM HAIMOYEYHUKOB,
OBICTPBIM TEMIIOM POCTa OMYXOJH, a TakK€ KOCBEHHBIMH MPU3HAKAMH, MO3BOJISIFOIIMMHU I0J03PEBAThH
muM(poMy, TaKMUMU KaK BBIPOKEHHBIC SIBICHUS OOIMIEH WHTOKCHKAI[UHM, TOBBIIICHUE JaKTaT-
JeTUPOTeHa3bl B CHIBOPOTKE KpoBUM M T.A. [lpw Ipyrux BapuaHTax HAANOYEYHHKOBBIX OMYyXOJIeH
JMArHOCTHYECKash IIEHHOCTh MPEAONEePalMOHHON MyHKIIMOHHONW OWOTICMM HEYIOBIETBOPUTENbHA
(4yBCTBUTEIILHOCTD HE MpeBbIiIacT 65%) [44].
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B Hactosmumii MOMEHT myHKIMOoHHAast ouorncus s nuarnoctuku O XI/TIT He pexomennoBana [45].
2.5. lHble IMarHOCTHYECKHE HCCIIeOBAHUS

2.5.1. CragupoBanue AKP

- 2.5.1.1. PexkomeHmyeTcs BceM IMAIlIEHTaM C BBICOKOBEPOSITHBIM WM BEpPUPHIHUPOBAHHBIM
mrarHozoM AKP mpoBectu TmiaTenpHOE TOMHMYECKOe OOCIIEOBaHWE B OTHOIICHWH BO3MOXKHBIX
METacTa30B, OITYXOJIEBBIX TPOMOOB M MECTHOIO PacHpOCTPAHEHHs OIyXOJIM, a TaKKe CTaJWpOBAaHUE
OITyXOJICBOTO MpOILIECcca sl OTpeielieHHs JIe4eOHOM TakTUKH (cM. Taroke pasn. 1.5.2) [8, 13, 46, 47, 48].

VYpoBeHs yoeauTenbHOCTH pekoMeHaamuii — C, ypoBE€Hb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. Pasmep onyxomu npu AKP — onuH U3 BaxHEMIINX KIMHUYECKUX (DAKTOPOB
MIPOrHO3a, IOATOMY OH SBJSIETCS OCHOBOWM CTaJAMpOBAHUS JaHHOTO 3abosneBaHus. Jlonroe Bpems
npuMeHsuiich aBropckue knaccupukauuun AKP (MacFarlane, Icard, Lee). Kpurepuu, onpenensromue
cumBon "T" mo kmaccudukanuu MacFarlane, nernmu B ocHoBy kiaccudukanuu UICC u ENSAT. [lo
nocieanent penakuun kiaccudukanun TNM UICC onyxomu T3-4N1 otHocmnuch k IV cramuu, a mo
knaccudukanuu ENSAT — k 111 ctagun, mosToMy mOCIeIHsIsI CAUTANACh TPOTHOCTHYECKH 00Jiee TOUHOM.

B 2015 r. npoBoaunu noBTopHbIM aHanu3 AaHHbIX peructpa ENSAT no AKP (Bxmrouaromuit 463
MaryeHTa) OTHOCHTEIBHO MPOTHOCTHYECKOH 3HaunMocTH [126]. Bbuto moka3zaHo, 4T0 BEHO3HAsh MHBA3US
He yXyJuaer nporHo3 y nauuentos c III cragueit; nopaxxenue numdoysnos 66110 oTHeceHO k [V cTanuu.
[Ipu 3TOM, Kak OTMEYal0T aBTOPHI, HAKOILJIEHO OOJblle JAaHHBIX MO BEHO3HOW MHBA3WU U pe3ysibTaTaM
XUPYPrUuecKoro JeUYeHus ITUX MallMeHTOB, YTO HEb3si TOBOPUTH 0 MopakeHuu uMdoysnos rmpu AKP.

80% B3pOCHBIX MAIMEHTOB HA MOMEHT MEPBUYHOTO BBISBICHUS UMEIOT pa3Mep OMYXOJu HE MEHee
10 cm, y 30-40% mnamueHTOB MNpPENONepallMOHHO BBIABIIAKOTCS MeTacTa3dbl. BeposTHOCTh Hamu4us
OTJIaJICHHBIX METAcTa30B MpHU OmyXxoJssix 6osee 10 cM Mo JaHHBIM MOCIEONEPALIMOHHOTO HAOIOIEHUS
cocrasister 6ostee 80% [46, 47, 48].

Omnpenenenre pacnpocTpaHEHHOCTH OITyX0JIEBOTO Mpollecca KpaifHe Ba)KHO € TOYKHU 3peHHs BbIOOpa
nedeOHONW TaKTUKH. B CHekTp uccienoBaHMid MpU TMOWCKE MeTacTa3oB HeoOxomaumo BriatoueHue KT
nerkux, KT wnum MPT rosoBHoro mo3ra u OpromiHo# mojoctu, ciiuaturpadguu 1 MPT kocreit, 18D/II -
I[I9T/KT. 151 BBISIBICHHS OITYXOJIEBBIX TPOMOOB BBITIOTHSIETCS (priedorpadus 3a0pIOMIMHHBIX COCYIOB.

B cnyuae AKP cepbe3Hoe BiusiHUE HA TAKTHKY MOKET 0Ka3aTh CTENEHb TOPMOHAIBHON aKTUBHOCTH
omyxonu. Tak, eclii mpu rOpMOHATILHO-HEAKTUBHON OIMYXOJIHM ONEepaTUBHOE JICUCHUE PACIIPOCTPAHEHHBIX
dbopm AKP He wuMeeT H3BECTHBIX NPEUMYIIECTB, TO IMPU TOPMOHAIbHO-aKTUBHON OIYXOJIH,
COMPOBOXKIAIOIIECHUCS TSDKEIBIMA COMAaTHYECKMMU TPOSIBICHUSIMH THIIEPKOPTULIM3MA, MOXKET ObITh
OTpaB/laHa TAaKTHUKA, HAIIPaBJICHHAs HA MAKCUMAJIbHYIO [IUTOPEAYKIHUIO.

2.5.2. I1aToJioro-anHaToOMu4YecKas IMarHoCTHKA

- 2.5.2.1. PexoMeHayeTcsi BCEM MAlMEHTaM C OMYXOJbIO HAAMNOYEYHUKA BBINOJHUTH MATOJOIO-
aHATOMUYECKOE HCCIe0BaHNe OUOMCUMHOrO (OMEepalMoHHOT0) MaTepHala, BKIIOYaroliee OJHY W3
MPUHATBHIX CHCTeM OalsIbHOM OLIEHKH 3J0KaYeCTBEHHOTO TMOTEHIMAlla OMYyXOJU, C MPUMEHEHHEM
MMMYHOTUCTOXMMHUYECKAX METOJIOB C IIeNIbI0 OIIEHKH OpPTaHHOW MNPUHAAJIE)KHOCTH OIyXOJIH U ee
3I0KaYeCTBEHHOTO MOTeHnuana. [Ipm KOHCTaTanuu 3J0KaYECTBEHHOTO TOTEHIMana  OIyXOJH
pPEKOMEHAyeTCsI BCEM TMAalMeHTaM C OIMYyXOJbl0 HAJNOYeYHHKA TPOBECTH ONpEICIeHne WHAEKCa
nponudepaTuBHON aKTUBHOCTH 3Kcmpeccuu Ki-67 MMMYHOTHCTOXMMHUYECKHM METOJOM ISl OLIGHKH
MpOTHO3a TeyeHus 3aboseBanus [9, 13, 48-52, 119-123].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNbCTB — 4

KommenTapuii. CyliecTByeT HECKOJIBKO CUCTEM OallIbHOW OIICHKH 3JI0KaYeCTBEHHOTO MOTEHIMANA
OTIYXOJIM HaJIMOYEYHUKOB. B HacTosIee Bpems Hanboliee pacrpocTpaneHa cucreMa Weiss, BKIFOYArOIast
9 kpuTEepHEB CBETOBOM MHUKpockomnuu [48, 49]:

- BBICOKMM SIEPHBIN UHJIEKC,
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- KOJIMYECTBO MHUTO30B OoJjiee 5 Ha 50 mosiei 3peHus npu O0JIBIIOM YBEITHYCHHUH,
- MMaTOJIOTMYECKHE MUTO3BI,

- MeHee 25% KIIETOK CO CBETIIOH UTOILIa3MOM,

- muddy3HbI XapakTep pocta 6osee 33% omyxoieBoi TKaHH,

- HEKPO3Hl,

- MHBA3MUs OITyXOJIHM B BEHO3HOE PYCIIO,

- UHBA3W OMMYyXO0JIM B CUHYCOU/IbI,

- MHBA3HUs OITyXOJIH B Karcyiy.

Kaxnpiit u3 9 kputepueB onenuBaercs B 1 6amn. I[Ipu Habope 3 GamnoB u Oosee mo mkane Weiss
noaTBepkaaercs quarso3 AKP.

[Tpu ucnonb3oBaHuM KpuTepreB Weiss MUTOTHYECKYIO aKTHBHOCTH ONTHMAIIbHO OLIEHUBATH TPHU
OOJIBIIIOM YBETMYEHUH N0 MeHbIIed Mepe B 10 pa3inuuHBIX TONSX 3pEHHS B TIpEAeiNax ydacTKa C
HanOOJIBIIMM KOJIMYECTBOM MHUTO30B B KOXJOM U3 5 CTeKOJ. MHUHMMaIbHOE KOJIMYECTBO OI[CHHBAEMBIX
noJiet 3peHus coctasisiet S0.

CymiecTByeT anbTepHATHUBHAS IO IMOJCYETY OayuioB, cXoXas Mo Habopy mapaMeTpoB CBETOBOM
Mukpockonuu cucrema van Slooten u coaBT. [50] mis muddepeHMpoBKH TO0OPOKAYECTBEHHBIX U
3JI0KQYECTBEHHBIX aJPEHOKOPTHUKAJIBHBIX OIMYyXOJeW, IaHeNb BKJIIOYAaeT B ce0s OICHKY CIEIyFOIINX
apamMeTpoB:

- 0OIIMpPHBIE PErpecCUBHBIE U3MEHEHUS (HEKPO3, KPOBOM3NMUAHUSA, GUOpO3, Kanpuudukanus) — 5,7
0aJos,

- IOTEPSI HOPMATIBHOU CTPYKTYpHI — 1,6 Oaos,

- sigepHas atunus — 2,1 6aos,

- si7iepHas rurepxpomus — 2,6 6aJIoB,

- HEMPaBWIbHBIC SAIPBIIKH — 4,1 Gaios,

- MUTOTHYECKasi akTUBHOCTH (= 2 B 10 moJsix 3peHus npu 00JIbIIoM yBeaudeHun) — 9,0 6amios,

- COCYAMCTasl WIIM KarcyJbHast HHBa3us — 3,3 Oasia.

['uctomornuecknii uHIekc > 8§ OawioB mo 1mmikajge van Slooten KOHCTaTHUPYET BBICOKHI
3JI0Ka4eCTBEHHBIH MOTEHIA OITYXOJIM HaIOYEYHHKA.

CpaBHUTEIIBHOE W3YYE€HHE AUAarHOCTUYECKOW IIEHHOCTU OAJTIbHOM OLIEHKH MEPEYMCIIEHHBIX CUCTEM
HECKOJIbKO OTJIMYAeTCs Yy pa3HbIX HCCleqoBaTeNel, OJHAKO JO0Ka3aHa HECOMHEHHas IoJib3a UX
npumenenus [51, 52], uyBcTBUTENnBEHOCTD KAl B oTHOImeHHH AKP u MetacTa3zoB cocraBiseT 0kojo 92%
Y 3HAQUYUTEIBHO BO3pPACTAET MPHU UCIIOJIb30BAHUM KOHCUJIMyMa naTojioroB. Ha cerogusinuii 1eHs B MuUpe
HanboJIee MUPOKO UCHOJB3yeTes cucrema Weiss [9].

[Io pexomenmauusam oskcreproB BO3, mnpu oHKOUUTApHOM MOPQOIOTHYECKOM BapHaHTE
aJIpEHOKOPTUKAIBHON OIMYyXOJU PalMOHAIBHO HCIOJIb30BaTh MOAU(UIMPOBAHHYIO CHUCTEMY OaysibHON
OLIEHKH 3JI0KayecTBeHHOro noreHnuana Lin-Weiss-Bisceglia [9, 13].

[Ipy CcoOMHUTETBHOH OpraHHOW MPUHAUISKHOCTH WM HEOMPEACTECHHOM 3JI0Ka4YeCTBEHHOM
MOTEHIIMANIE OMYXOJM Beaylllee 3HAUeHHE NPUOOpETaeT HWMMYHOTHMCTOXHUMHYECKOE HCCIIEe0BaHHE.
Haubonee yacto ¢ 3TOW 1enbl0 UCHOJB3YIOT OLEHKY MHTEHCHUBHOCTU 3Kcmpeccuu Oenka pS3, Ki6b7,
KaJbPETUHUHA, IIMTOKEPATHHOB 8 M 18, BUMeHTHHa, MHTMOMHA-0., MeTaHa A, CTEpOMIOTEHHOTO (haKTOpa-
1 (SF-1) crepounsoro penenropa koaktuBarop-1 (SRC-1), nporenna S-100, Pax8, xpomorpanuHa A,
HelpocnenupuIeckoi SHONAa3bl, cuHanTogu3uHa. B 1oMOIHEHHe K TUArHOCTHYECKUM alropuTMaM Mpu
muddepeHnanbHON AUarHOCTUKE alpeHOKOPTUKaIbHON afgeHoMbl 1 AKP B0O3MOXHO HCIONBb30BaHKE
MMMYHOTHUCTOXHUMHUYECKOTOo Mapkepa Ki67: mis ageHoMbl XapakTepeH uHAekc mnpomudeparuu Ki67
menee 5%, mis AKP — 6onee 5% [2, 13].

[IpeameTom AMCKYCCHM 10 HACTOSIIIETO BPEMEHU SIBJISIETCS MPOTHOCTUYECKOE 3HAYEHUE KOJIMYECTBA
Weiss- wim van Slooten-06aioB, ojHaKo OajulbHAs CHCTEMa MapaMETPOB CBETOBOM MHUKPOCKOIHHU B
KauecTBE MPOTHOCTHUYECKOTO KpuTepus ycrynaetr npoiudepatruBHomy uHaekcy Ki67. [Ipu moBwieHu#
unaekca Ki67 6onee 10% BepostHOoCcTh penmanBa AKP mocne anexkBaTHOW pe3ekuuu B Tpeaenax
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3mopoBbix TKaHed (RO-pesekiusi) cocraBisier He MeHee 80% (cm. Taxxke [Ipumoxkenue I Tabm. 18).
[Ipornoctuueckoe 3HaueHue Apyrux wmapkepoB MI'X B otHomenun AKP B HacTosmuid MOMEHT
HaxOJIUTCA B CTaIMM UCCIEIOBAHUS U HAKOIUJICHUSI aHATM3UPYEMOTro MaTepuara.

- 2.5.2.2. PexomeHayeTcs BCEM MALIMEHTAM C ONYXOJIbIO HAJIOYEYHHUKA MPOBOJUTH IATOJIOIO-
QHATOMUYECKOE  HCCIeAOBaHHE OWONCHIHOTO  (OMEpallMOHHOTO) Marepuajga I0  MPOTOKOINY,
BKJTIOYAOIIEMY, KAK MUHUMYM, CJIEIYIONINE JaHHBIC: KOJMYECTBO OaioB mo mkaige Weiss MM MHOM
mKajie OauIbHOW OIICHKH 3JIOKAYECTBEHHOTO IMOTEHIMAa OMyXoiH, nposmpepatuBHbd HHIEKC Ki67,
PE3EKIIMOHHBINA CcTaTyC (MHBA3Ms KallCylbl OIyXOJIM, W/WJIM OKPYKAIOUIMX TKaHEH, W/WIN MPHIISKAIINX
OpraHoOB HJIM €€ OTCYTCTBHUE), HAJIMUUE WM OTCYTCTBUE MOpaxkeHus JuMpaTuyeckux y3mos [119-123].

YpoBeHb yoeauTensHOCTH pekoMeHanuii — C, ypoBeHb JJOCTOBEPHOCTH J0Ka3aTeIbCTB — 4

KommeHnTapuii. BaXHOCTb OLIEHKH 3]10Ka4€CTBEHHOT'O MTOTEHIIMAaja OMyX0JIu 1o cucteme Weiss Win
MHOM 1IKane 6aJUIbHON OIIEHKH, a Takke npojudepatuBHoro nuaekca Ki67 oo6cyxieHsl Boile (CM. pasl.
2.5.2.1). HeoO6X01MMOCTh OIICHKH PE3eKIIMOHHOTO cTaryca omyxonu (cMm. Takxke [Ipumoxenue I' Tabm.
18), a Takke HaNMUUS WM OTCYTCTBHS MOPAKEHUS JTUMQPATUIECKUX Y3JIOB IPOJUKTOBAHA
MPOTHOCTHYECKOM [IEHHOCTHIO 3THX JaHHBIX [9].

2.5.3. 'eneTnuecKoe TeCTHPOBaAHNE

- 2.5.3.1. Pexomenayetcs BceM manueHTaM ¢ BepuuupoBanHeiM quarHozom AKP nposectu, kak
MHUHHMYM, CTaHJAPTHOE T'€HETHYECKOE KOHCYJIbTHPOBAHME, BKIIOYAIOIIEE M3YYCHHE aHaAMHE3a XU3HH,
aHaMHe3a 3a00JIeBaHMsI W CEMEHHOTO aHaMmHe3a, JJIs BBISBICHUS WA WCKIIOYEHHUS HACJIEJACTBEHHOTO
cuHapoMa, accormupoBantoro ¢ AKP [1, 4].

YpoBeHnb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0OKA3aTEIBCTB — 5

KomMmenrtapuii. CBoeBpeMEHHOE BBIABICHUE TE€PMUHATUBHOW MYTallMd W, COOTBETCTBEHHO,
JIMarHOCTHKA HACJeACTBEHHOTIO CHHIpoMa, BKItouaromero AKP, mo3BossioT MporHo3upoBaTh pa3BUTHE
JIPYTUX acCOMMPOBAHHBIX 3a00JIEBaHUN y TAIMEHTa, a TaKKe IeJeHaIllpaBIeHHO OO0CIen0BaTh €ro
KPOBHBIX POJCTBEHHUKOB.

Cpenu B3pocioit nonymisuuu 10 5% cinydaeB AKP pa3BuBaercs B pamkax cunapoma Jln-Opymenn,
00yCcNoBJIEHHOTO TepMUHATUBHON MyTanueit B rene TP53, oxono 3% — B pamkax cunapoma Jlunya. [lo
13% mnanuentoB ¢ cunagpomom MOH 1 tuna umeror AKP. AKP onucan Takke Kak KOMIIOHEHT
cuHapoMOoB ["apaHepa (ceMelHbI aeHOMAaTO3HbIM MoJumo3), koMiuiekca Kapuu, beksura-Baiinemana,
Heiipodubdpomarosa 1 tuma (cM. Takke pasm. 1.2).

Boigensitor psig KIMHUYECKUX OCOOCHHOCTEH, KOTOPbIE MO3BOJISIOT 3aM003PUTh HACIIEICTBEHHBIN
xapaktep AKP (Ta6um. 5) [4].

Tabmuma 5. OcobOeHHOCTH aHaMmHe3a 3a0oneBaHUS M ceMeiiHoro aHamHesa mamueHTOoB ¢ AKP,
CBUJICTEIILCTBYIOUIME O HAJTMYUHU CHHAPOMOB HACIIEIACTBEHHOM mpeapacmnoioxkeHnoctd Kk AKP [4]

Anamue3 3aboneBanust U |/Bycroponnuii AKP, mpenmyiecTBeHHO CHHXPOHHOM MaHU(ecTanuu

AHAMHE3 JKU3HH MHOXeCTBEHHBIE TTEPBUYHBIC OITYXOJIU IPYTHX JIOKATH3aIuH

Hpyrue penkue onyxonu y nanuenra ¢ AKP

AKP, nnarHocTHpOBaHHBIN B IETCKOM BO3pacTe

BpO)I(,Z[eHHLIe MOPOKH PA3BUTHUA

Jlpyrue  SHIOKpUHHbIE  3a0o0yieBaHUS  (Hampumep,  IEepBUYHBIN
runepnaparupeos), nomumo AKP

KoxHrle MPOABJICHUA, XapaKTCPHBIC 11 HACICACTBCHHBIX OITYXOJICBBIX
CUHAPOMOB

CeMeitHBIM aHaMHE3 Bricokas PacCpoCTPAaHCHHOCTb OHKOJIOTHUYCCKHUX 3a00JIeBaHUH cpeau
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KPOBHBIX POJCTBEHHUKOB

CeMeitHBIN aHaMHEe3, oTsAromeHHbi AKP

CeMeliHblil aHaMHE3, OTATOILIEHHBIN IPYTUMHU PEAKUMHU OITyXOJIIMU

CemeiiHblil aHaMHE3, OTSTOIIECHHBIN HACIEACTBEHHBIMHU OITyXOJIEBBIMHU
CHUHJIPOMaMH

[Tarmentam ¢ AKP mMoxeT ObITh peKOMEHI0BaH MOJIEKYISIPHO-TEHETUUECKUIM CKPUHUHT HA IIPEIMET
BbIsIBJIEHUS CUHIpoMOB JIn-®paymenu u JIunua, kotopsie Bcrpeyatores y B 3-5% ciydyaeB AKP u umeror
JIOCTaTOYHO pa3paboTaHHbIE KIMHUYECKUE PEKOMEHAIUH.

PacnipoctpanenHocTh repMuHaTUBHBIX MyTanuii de novo B rene TP53 gocturaer 20-25% cpenu
BCEX MAIMEHTOB ¢ abeppallisMU B JaHHOM I'€HE, OYEBUHO, YTO TaKue MalueHTsl He OyayT umerh AKP
WM UHBIX NposiBiieHu# cunapoma Jlu-dOpaymenu B cemeitHoM aHaMHese. B ¢Bsi3u ¢ atum skcneptsl BO3,
EBpomneiickoro ob6mectBa sHpokpuHosioroB (European Society of Endocrinology) um ENSAT
PEKOMEHIYIOT CKpUHMPOBaTh BcexX nmanueHToB ¢ AKP Ha HannuWe repMUHATHBHBIX MYTaldid B TEHE
TPS53.

Cunnpom JImHua mpucyrcrByer y ToM ke 4vacth nanueHToB ¢ ACC, 4yTO M y NalMEeHTOB C
KOJIOPEKTATbHBIM pakoM (3-5%), KOTOpBIM TMOKa3aH CKPUHUHT Ha cuHApoM JlmHua. Ero mmarHocruka
MOXET MPOBOAUTHCSA IIyTEM HEMOCPEACTBEHHOTO MOJIEKYISIPHO-TEHETHYECKOTO HCCIECOBAHUS TE€HOB
MSH2, MLH1, PMS2, MSH6 u EPCAM wiu nyreM HMMYyHOTHCTOXMMHYECKOTO MCCIIEIO0BAHUS C
antutenamu Kk MSH2, MLH1, PMS2, MSH6 u otileHkM MUKPOCATEIITUTHON HECTAOUITLHOCTH.

50-90% ciryaaes AKP B nmetckoMm Bospacte HaOmomaeTcs B paMkax cuHapoma Jlu-dpaymenu. B
CBSI3U € 3TUM B cinydae BoisaBieHHss AKP B neTckoM Bo3pacrte, BCeM MalieHTaM HEOOXOJUMO MIPOBEIECHHUE

MOJICKYJIAPHO-TCHETUYCCKOT'O aHajr3a JIs BBIABICHUA IATOICHHBIX I'CPMHHATUBHBIX MYTaHI/Iﬁ B I'CHC
TP53 [4, 2, 9].

3. Jleuenue
3.1. Xupypruueckoe JjieueHue

- 3.1.1. Pexomennyercst Bcem nanuentam ¢ AKP I-11I craguu mo ENSAT u npu Bo3moxkHocTt RO-
PE3EKIIMK B CHEIUAIM3UPOBAHHOM IIEHTPE MPOBECTH XHpypruyeckoe jedeHue. OObeM omepanuu Mnpu
AKP — aapeHamdkToMus B IIpeeax 340pOBbIX TKaHEH, 0€3 HapyIIEeHUs IEJIOCTHOCTH KaIlCyJIbl OMYXOJIH.
BrinonHeHue oneparyii ¢ MOMBITKOW COXpaHEHUs] TKaHU HAJIMOYEYHHUKA HEIOIMyCTHMO. PekoMenmyercs
BCEM TIAIMEHTaM BBITIOJIHUTH OIEPAaTUBHOE IIOCOOME B KpaTyallliie CPOKH IIOCIIE€ IPOBEIACHUS
MOJIHOIICHHOW JMAarHOCTUKM M CTaJAMpPOBAHUS OIYXOJEBOTO Ipolecca i MHUHUMHU3ALUUA PHCKOB
MeTacraTrueckoi arpeccuBaoctu AKP [8-10, 13, 58].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

KommenTapuii. EnuHCTBEHHBIM BO3MOXHBIM BapHaHTOM ToOJHOTO wu3ieueHus npu AKP B
HACTOSIIIEee BpeMsl SBISETCS MOJHOE XUPYPTUUECKOe yHalleHue OMyXOJH cpasy Mocie ee 0OHapyKeHUs.
AKIIEHT Ha CpPOYHOCTH OIEPATHBHOTO BMEIIATENhCTBA CBSI3aH C OBICTPHIM YBEITUYEHHEM pPa3MEpPOB
OTMYXOJH M BBICOKOW BEPOATHOCTHIO MeTacTazupoBaHus. Eciu Ha MOMEHT OOHApyKEeHUS OIYXOJHU
MeTacTa3bl HE BBISIBISIFOTCS, TO BBITOJa OMEpaIi OYeBUAHA, T.K. OHA HaIleJieHa Ha TMOJHOE HM3JICYCHHE
(cM. taxxe [Mpunoxenune b Puc. 1) [4].

- 3.1.2 PeKOMeHI[yeTCH BCCM IMAIIMCHTAM C OIIYXOJIbIO HAAIIOYCYHUKA U BBICOKOBCPOSATHBIM WJINA
BepI/I(bI/II_II/IPOBaHHBIM JUarHo3om AKP BHIIIOTHATH XUPYPruieCKoC JICUHCHUC Ha OCHOBAHHU CJIICAYIOIIUX
IIPUHIHUIIOB:

- BBIIIOJTHCHUC paﬂHKaﬂBHOﬁ AIPCHAJISKTOMHUH B MPCALCIIaX 3J0POBBIX TKaHeﬁ;

- COXpPAaHCHUC ICITIOCTHOCTHU KaIICYJIbI OITYXOJIH,
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- BBINOJHEHHE KOMOMHHUPOBAHHBIX aJPEHAIPKTOMHUNA TNPH HHBA3HMH OMYXOJIH B OKpYXKarollue
OpraHbl U CTPYKTYPHI;

- BBINOJIHEHHE TPOMOSKTOMHUI M3 MOYEYHOH BEHBI, HW)KHEH MOJIOW BEHBI M KaMmep cepiaua IMpu
OITyXO0JIEBOM TPOMOO3€;

- BBINIOJTHEHUE JTUM(OTUCCEKITNN B A0PTOKABAIILHOM 30HE U 30HE BopoT nouku [8-10, 13, 47, 57, 58,
63, 128].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JJOCTOBEPHOCTH J0KA3aTeIbCTB — 4

Kommenrapuii. OcobenHocTsiMu pocta onyxonu npu AKP u xupypruueckux BMEIIATENIbCTB
SIBJISIFOTCSI CIIEAYIOLIHE:

- MHBA3Ms OIYXOJBIO OKPYKAIOUIMX OPraHOB M CTPYKTYp: HapaHePpalbHON KIETYATKH, TOYKH,
MIEYEeHHU, CEJIE3EHKH, MOHKETYyJOUHOM JKeJe3bl, KPYIHbBIX COCYA0B (HUKHEH 1M0JI0N BEHbl, IOUEYHON BEHBI,
BOPOTHOM BeHBI). MecTHasi paclpoCTPaHEHHOCTh OMYXOJHM JOJDKHA OBbITh OllEHEHa A0 ONepaluu JUis
IUIaHUpOBaHUs ee oObeMa. llpu HEoOXOAMMOCTH BBIMONHSIOT PE3EKIUM [E€YeHH (ATUIHYHBIE,
aHAaTOMUYHBIE), TIOJDKEITYI0YHOM Kene3bl, ClIeH3KToMUs. HedpakTomus nokazaHa TOJNbKO NpU UHBA3UU
CTPYKTYp BopoT mnouku. [lapanedpanbHas KieT4aTka JOKHA YAAISATHCS B XOJI€ apEHAIIKTOMHUM IPU
AKP.

- UHBa3Usl HIOKHEW MOJIOM BEHbI/TIOYEYHON BEHBI, KOTOpasi HabI0gaeTcs M0 JaHHBIM JIMTEPATYPHI OT
5-7% mo 30% cnygyaee AKP u TpeOyeT pe3ekumu COCyJ0B B pa3sHOM oObeme (MpoAOJbHAs WU
LHUPKYJSpHAS) € TOCIEAYIOIIeH PeKOHCTPYKIMEH uiu 6e3 Hee.

- ONYXOJIEBBIM TPOMOO3 HWIKHEW TIIOJIOW BEHBI WJIM TIOYEYHOM BEHBI (TPHU JIEBOCTOPOHHEM
MOPAXEHUH), MPOKCHMaJbHas TpaHHUIla KOTOPOTO MOJKET JOCTUraTh A0 MpaBbIX OTAENOB cepaia. Y
ManueHToB 0e3 OTJaJeHHbIX METacTa3oB IMOKa3aHa aJpeHaIIKTOMHS C TPOMOIKTOMHEH; BO3MOMXKHOCTh
TPOMOADKTOMHUH CJIEAYyeT paccMaTpuBaTh TaKXKe Yy NAIMEHTOB C OTJAJIEHHBIMH METacTa3aMu BBUIY
oTcyrcTBUSl 3((EKTUBHBIX CIMOCOOOB KOHCEPBATUBHOTO JIEYEHHS] M BBICOKOTO PHCKAa JIETaTbHBIX
OCJIO’KHEHUH TedeHus 6oyie3Hu. TpoMOIKTOMUS BBIMOIHIETCS KaK C HCKYCCTBEHHBIM KPOBOOOpAIIEHUEM,
Tak W 0e3 Hero, B 3aBUCHMOCTH OT YpPOBHS TpomoOo3a. HeoOxomumo mnpeanpwHSATh MEpHl 10
npoduiakTuke 3MO0JIMK JIETOYHON apTepUH OIMyXOoJieBbIMU MaccaMu. HeoOXoauMocTh peKOHCTPYKLUU
HIDKHEW TOJIOM BEHBI TOCIE TPOMOAIKTOMHH, YaCTO COTPOBOXKIAEMOW HUPKYISIPHOW €€ Pe3eKIUeH,
OIPENIENSAETCS B 3aBUCUMOCTH OT CTEIIEHU HapyIIEHUs KPOBOTOKA IO HEH M Pa3BUTHUS KOJUIATEPAIBHOTO
KpOBOTOKA, HA OCHOBAHUH MPEJONEPALIMOHHOMN OLICHKU;

- BBICOKasg BEpOSTHOCTh JMOOJIMYECKUX OCIOXKHEHHM sBisgeTcs OCHOBHOM mpuuuHou (!)
WHTPAOTICPAIIMOHHON U PaHHEH MOCJICONEePAIlMOHHON cMepTHOCTH y manueHToB ¢ AKP. OMOosmst moxket
OBbITh 00YCIIOBJIEHA HECKOJILKIUMH (PAKTOpaMH WU KX COYETAHHEM:

- HaTMYMeM THIePKOPTULIM3MA/TUTIEPAHIPOT€HUH, CIOCOOCTBYIOIINX UCXOJHOM TMIIEPKOATyJIsALUN;

- MAacCHBHOW HWHTPAOTEPAIMOHHON KPOBOMOTEPEH C OJHOMOMEHTHBIM IMEpeIMBaHUEM OOJBIINX
00BEMOB KOMIIOHEHTOB KPOBH;

- HAJIMYHEM OIYXOJIEBBIX TPOMOOB;

- OTCYTCTBHEM IMpPEIONEPALUOHHBIX MNPOPUIAKTUYECKUX MEPONPUATUH, CHIDKAIOUUX PHUCK
TpOMOO3IMOOITHH.

- Cpemu mpo(UIaKTUYECKHX MEPOTPUATUN TOJKHBI pacCMaTpUBAThCS TeMapUHONPO(UIaKTHKA,
yCTaHOBKA BEHO3HBIX TpoMOoynaBmuBarmuX 30HIO0B. llocinennee MoxkeTr OBITH 3aTpyJHEHO H3-3a
OIIyXOJIEBOW KOMITPECCUM HUKHEU I10JION BEHBI.

Hapymenne kamncynbl omyxonu mnpaktudecku B 100% HaOmoneHUN TPUBOIUT K MECTHBIM
peunguBam AKP. Ilpenu3uoHHOCTP MAaHMNYISIUUKA NPy YAAJIEHUM OMYXOJM SBISETCS OJHOU U3
KJIFOUEBBIX 33J1a4 XUPYPra, Tak Kak HapylIeHHUE LEeTOCTHOCTH KaIlCyJbl TPUBOAUT K MECTHOM OMyXO0JIEBOM
JIMCCEMHUHAIINY JIaXke mocie BbnoaHeHus RO-pesekmyn [8, 53, 54].

I[Ipu AKP mnokazaHO ynajleHWe perHOHApHBIX TUMGOY3JIOB B CIydyae HMX METacTaTHYEeCKOTrO
MOPKEHUST WM TIPU TIOJ03PCHUM Ha MOPaXKCHUE M0 KIMHUKO-UHCTPYMEHTAIBHBIM JaHHbIM [44, 55].
[MpeumymectBa numdoauccekuuu npu AKP mponmemonctpupoBansl B uccienoBanuu J. Reibetanz u
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coaBT. [56], rme Ha JOCTaTOYHO OOJBLION BHIOOPKE NMALMEHTOB JOKA3aHO CTAaTUCTUYECKH 3HAYMMOC
yaydiieHue 0e3penuanBHOi BebkuBaeMocTd U AKP-acconmupoBaHHOM CMEPTHOCTH y manueHToB ¢ RO-
pesekiueil. B kauecTBe HOMOIHUTENBHOTO TOBOAA MPUBOAUTCA (DAKT, YTO B Tpymnme ¢ IUMEPOIUCCeKInei
CpeIHUIl pa3Mmep OIyXoJiu OblT JOCTOBEPHO OOJbllIe W MYJbTUBHUCLEpAIbHAS PE3EKIMs BBINOIHSIACH
Jaiie, OJHaKO, HECMOTpsl Ha 3TO, AOCTHTHYTHI Jydmiue pe3ynbraThl. B mccnemoBanunn Gaujoux S. u
coaBT. [57] yka3pIBaeTcsi, 4TO BOBJICUCHHOCTh JIMM(OY3JIOB B OIMyXOJEBbIil mpolece y narueHToB ¢ AKP,
HEPaHKUPOBAHHBIX MO CTaausiM, cocTaBiisieT 20%, 4To SBISETCSA, MO MHEHUIO aBTOPOB, MOKAa3aHUEM K
0oJiee MMPOKOMY BBITIOITHEHUIO TUM(OAUCCEKINH. | paHHIIbI MPEBEHTUBHOW JTUM(OIUCCEKITUN HE TOYHO
OTIPEIENICHBI, TI0 UMEIOIIMMCS TAHHBIM TOJUIeXKAT yJAIICHUIO JTUMQOY3IIbl BOPOT MOYKH, TapaKaBaIbHbIC
CIpaBa U apaaopTaJbHbIE CIIEBA.

[Ipu oTcyrcTBUM SBHBIX NMPU3HAKOB MHBA3UM B MAPEHXUMMY WJIM BOPOTA MOYKH, HEOOXOJUMOCTH B
"mpeBeHTUBHOU" HeppIKTOMUM (HEPpagpEeHATIKTOMUHN), AJS IMOBBILIEHUS PaJUKaIbHOCTU PE3EKIINH,
HeT. JlocTatouHa pe3eKius >KMPOBOM KarCysbl MOYKH C OTCTYIUIEHUEM OT KpaeB OIMyXOJH Ha 2-3 cM.

- 3.1.3. [NaiuenTam ¢ KIMHUYECKH BepupuipoBaHHbIM TuariozomM AKP moxer pekomeHnoBaThCs
BBINIOJIHEHUE HH/I0CKOTIMYECKOH (J1arapoCKONNYeCKO, peTpornepuTOHEOCKOITNYECKON) alpeHaTIKTOMUU
IIPU COYETAaHUU CleAyrouuXx (akTopos: pazMep omyxonu meHee 6 cM, I u Il cranus 3aboneBanHus mo
ENSAT (orcyrcTBHE MPHU3HAKOB MHBA3MHM OIYXOJU B OKPYXAIOIIME CTPYKTYpPbI), AOCTATOYHBIA OIMBIT
MOJ0OHBIX BMEIIATENbCTB Y XUPYpra U jedeOHoro yupexaeHus. [Ipu Oonblueill pacrpoCcTpaHEHHOCTH
mpolecca HHAOCKONUYECKasl olepamus NTPOTHUBONOKa3aHa, TaK KaK BO3MOYKHOCTb BBINOJIHEHUS
TuM(paZeHIKTOMUN U aJIeKBaTHON PEBU3UU U PE3EKLIUU COCETHUX OPraHOB OTpaHUYE€Ha, PaJUKaIbHOCTD
BMeIIaTeIbcTBa COMHHUTENBHA [8, 13, 59, 66].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4

KommenTapuii. OcHOBHasi mpobiieMa JanapoCKONUYECKOW aapeHAJIPKTOMHHN — BBICOKAas 4acToTa
IUCCEMHUHALIMM OMYyXOJM MO OpIoHmIMHE T[OciIe OIepalyy, BCIEACTBUE HHTPAONEPALMOHHOTO
MOBPEXKJICHHSI KaIcyibl OMyXoJu. YacTe 3KCIepTOB NPUAEPKUBACTCS MHEHHS, YTO MIPH pa3Mepe OIyX0JIH
Oonee 5 ¢cM W/MIM MOAO3PEHUU HA 3JI0KAUYECTBEHHOCTh OIYXOJH IO pe3yiabTaTaM IpeloNepanoHHOTO
00cIieZIoBaHUs — BEPOSITHOCTh TUCCEMUHALIMM OIMyXOJH NP HAPYILIEHUH KaICylbl 3HAYMTEIbHO BBILIE,
4yeM P OTKPBITOM BMelarenbetse [8, 44, 47, 53, 58-60].

HenuckyraGenpHpIM MyHKTOM JaHHOM PEKOMEHJALMM SIBISETCS CIeUATIU3UPOBaHHbIN XapakTep
YUPEXAECHUS U OIBIT ONEPALMOHHON OpHUrabl.

- 3.1.4. PexomeHnayeTcsi malMeHTaM ¢ pe3eKTabesbHbIMU (hOPMaMU MECTHOTO PEIMANBA WIIN TPH
COJINTAPHBIX/CIMHUYHBIX METAcTa3aX, BO3HUKIIWX IIOCJE OIEpalH, BBITIOJHUTh MOBTOpHYK RO-
pe3eKIni0 Kak Haubojee 3(PPEKTUBHBIA M MPEIIOYTHTEIbHBIA BapHUaHT JICUCHHs, OOCCIeUMBAIOIINNA
HauOoJsiee JUTMTENBbHBIA OC3PEIUIUBHBIN TIEPHOJ WM IPOJODKUTEIBHOCTh JKM3HH (CM. TaKXKe
[Ipunoxenne b Puc. 1). bespenumuBnbiii neproa 6ojee 1 roma mociie NMEpBOM Oomepanuu SBISETCS
ONaronpusATHHIM MPOTHOCTHYECKUM (aKTOpPOM TMPU XUPYPrUUYECKOM JIEUCHHUH PEIUAWBOB HIIU
meractazoB  AKP. IlernecooOpa3HOCT, TOBTOPHBIX ONEpallMid TMpU  PEUUIUBAX  ONpPEACseTCs
WHJMBHUIYyaJIbHO, MYbTUIUCUUIUIMHAPHBIM KOHCUJIMYMOM, C Y4E€TOM pPacHpOCTPAaHEHHOCTH IIpoLEcca,
BEPOSITHOCTH TOJIHOM IUTOPEAYKIUHU, OHOJOTHYECKUX OCOOEHHOCTEW OMyXOJMd © BO3MOXKHOCTH
KOHCEpBaTHUBHOTO Jiedenus [58, 62, 64, 65].

YpoBeHb yOeAUTETbHOCTH peKOMEHAaui — B, ypOBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 3

KommenTapuii. Yactora nporpeccupoBanus AKP nocne xupypruyeckoro JieueHus B T€UEHUE S5 JeT
nocturaetr 10 80-85%. EAMHCTBEHHBIM METOAOM, OOECIEeYMBAIOIIMM JUIUTEIbHOE BBDKMBAHHUE MPU
peuuauBax WIM MeTacTa3ax, OCTaeTrcs TMOBTOpHas "pamukanbHas", TO ecTh RO-pezeknus. Ee
BO3MOKHOCTb CIIEAYeT pacCMaTpUBaTh Y KaKJIOTO MAllMEHTa C y4E€TOM PacinpoCTPaHEHHOCTH Ipolecca,
0COOCHHOCTEH MPEIBITYIIEr0 XUPYPrUIeCcKOro JICYSHHsI, OMOIOT HIECKIX 0COOEHHOCTEH OMyXOJH, TAKUX
KaK CTENEeHb 3JI0KAUECTBEHHOCTH U TEMII POCTA.

B onkonormueckom neHTtpe Sloan-Kettering, CILIA, moBTOpHBIE pe3eKIHUU BHIIOTHEHBI y 47
MAI[MCHTOB C MECTHBIM PEIUJMBOM WM OTHanieHHbIMH Metactazamu AKP [61]. Ilpu stom u3 113
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MalMeHToB B 62 ciydasx orepanus Oblia paguKalbHOH, B 45 — maymuatuBHOH. Cpeau paauKaibHBIX
onepauuit 43 (69%) BBINOIHEHO MO NMOBOJY OTJAJICHHBIX MeTacTa3oB, 14 (23%) — no moBoy MECTHOTO
peuunausa, S (8%) — o MoBoAy M peluArBa U MeTacTa3oB. Bce onepanuu o moBo Iy MECTHOTO PeLUIUBa
ObUIM KOMOWHHMpPOBaHHBIE, C pE3eKUUEeH TOpPaKEHHBIX CMEXKHBIX OPraHoOB, CPEOH JIOKAJIW3aIHi
OT/JAJICHHBIX METACTAa30B CaMbIMH YacThIMU ObLIM TieueHb (28), nerkue (17), Opromuna (8). Meauana
oOmiell BBDKMBAEMOCTH TAIMEHTOB, TOABEPITINXCS TMOBTOPHON paJMKaIbHON pe3eKIuu, cocraBmwia 74
MeC., 5-JIeTHssI BBDKUBAEMOCTh — 57%; y TAIMEHTOB TOCIIE MaNTHaTUBHOW MOBTOPHOU pe3exuun — 16
Mec. U 0% COOTBETCTBEHHO, pa3inWyus ObUIM CTAaTHCTUYECKHM 3HAYMMBI. [IporHO3 manueHToBs,
OTIEPHPOBAHHBIX T10 ITOBOJIy MECTHOTO PEIMIMBA WIHA OTJAIEHHOTO METACTa30B, HE OTIUYAIICH.

[To nmaHHBIM (paHIY3CKOW acCOIMAlMK SHAOKPUHHBIX XHUPYproB [62] moBTOpHBIC omepanuu
BBITIOJTHEHBI Yy 22 TIAIIMEHTOB. S5-JIETHSS BEDKMBAEMOCTh C MOMEHTA YCTAaHOBKH JMarfo3a cocrasuia 27%,
C MOMEHTa TIOBTOPHOI oneparmu — 16% (1pyu paaukaIbHOM MOBTOPHO# pe3ekuuu — 28%).

R. Bellantone u coast. [63] B 1997 r. ananu3upoBanu nanueie UtanesHckoro peructpa no AKP,
BKuoyatoniero 188 manumenTtoB. CpeaHsisi NMPOJOJDKUTENBHOCTh JKH3HU IMAllMEHTOB, OINEPHUPOBAHHBIX
MIOBTOPHO MO TOBOJY penuauBa, coctaBuia 15,9 mec., mpotuB 3,9 mec. y MalueHTOB, MOJy4aBLINX
TOJBKO KOHCEPBATUBHOE JICUCHHE, 3-JICTHSS BEKHUBAEMOCTh cocTtaBuia 23% u 0% COOTBETCTBEHHO.

B Typunckom yHuBepcutete [64] peTpoCHeKTHBHO aHATU3UPOBAIHM CPABHUTEIIBHBIN OTIBIT JICYCHHUS
petauBoB AKP: rpynma A — 22 manueHToB onepupoBaHbl, 17 — B oObeMe yaalleHus peuuauBa, S5 —
ylIajeHnue OTIaIeHHOTO MeTacTas3a (cpenHuii 6amn Weiss — 6, cpeHee BpeMsi 710 IPOTPEeCCHpPOBaHuUs — 22
Mmec., cpennuit Ki67 — 18%). I'pynma B — 17 manueHTOB MOMYyYWIIM XUMHUOTEPANHUIO TIO CXEMeE
#noxkcopyounua™**, stono3ua**, #ruucratua** u mutotan** (cpenuuii 6amn Weiss — 7, cpeaHee BpeMs
10 mporpeccupoBanus — 9,5 mec., cpenuuii Ki67 — 28%). B rpynme A y 5 nanuentoB (22%) peuuanBa He
Ha0MIoAaIoCh, y 17 BO3HUK pelUIUB B cpeaHeM yepe3 23 Mmec., 8§ MalueHTOB MOBTOPHO ONIEPUPOBAHEI;
cpenHsis oOmiasi BbKMBaeMOCTh cocTaBuia 86 mec. B rpymnmne B 88% mnaruentoB 3a BpeMst HaOM0eHUS
yMEPJIM OT TPOTPECCHUPOBAHUS; CpPEIHSsS OO0IIas BBDKMBAEMOCTh cocTaBmiia 33,5 Mec. — JOCTOBEPHO
MEHbIIIE.

Tem He MeHee, BO BceX NPUBEIEHHBIX HCCIEIOBAHHUIX HEJIb3S HCKIIOYUTh HEPAaBHO3HAYHOCTH
pacnpezesieHusi MalleHToOB, BCIEACTBHE TOTO, YTO IMOBTOPHO HE OMEPHPOBAIM MAIMEHTOB C OOJBIIUM
pacnpocTpaHeHHuEeM Mpollecca UM C 3aBEIOMO IUIOXUM MHporHo3oM. WHauBuayanu3anus Mmoka3aHui K
MTOBTOPHBIM OTIEpALIMsM SIBIISIETCSI HEPEIICHHOM 3a7aueii 1 TpeOyeT AajdbHEeHIINX UCCIe0BAHUN C yIETOM
TaKKe OMOJOrHUECKUX 0COOEHHOCTEH omyxouu [65].

- 3.1.5. Bcem nammentam ¢ AKP u runepkoprunm3zMoMm (MaHU(PECTHBIM WIIM CYOKIUHUYECKUM )
pEKOMEHAyeTCsl TMPOBEACHHE 3aMECTUTENbHONW Tepanuyd HaANOYEUHUKOBOM HEIOCTATOYHOCTH B
mocieonepaonHoM nepuose [13, 19, 24].

YpoBenb yoeautensHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

Kommenrapuii. ManudecTHbIi THIEpKOPTULIM3M U (PYHKIIMOHAIBHO aBTOHOMHAS TUIIEPIPOAYKIIUS
KOPTH30Jla, Kak [MpaBWiIO, HOPUBOIAT K PA3BUTHIO HAAMNOYEUHUKOBOM HEIOCTATOYHOCTH TOCHE
aJpeHAIPKTOMUU €  omyxoiblo. B cBi3u ¢ »tum  Bcem  manumeHtaMm ¢ AKP  wu
BepUGUIIUPOBAHHBIM/BBICOKOBEPOSATHBIM THIEPKOPTUIIM3MOM [IOKA3aHO IPOBEACHUE 3aMECTHUTEIbHOM
Tepanuy HaJMOYEUHUKOBOM HEIOCTATOUYHOCTH MHTPAOINEPALMOHHO U B MOCIEONEPALIMOHHOM MEPHOJE B
COOTBETCTBUU C KIMHUYCCKUMHU peKoMeHmarusmu [9].

3.2. KoncepBaTuBHOE JICYCHHE

- 3.2.1. He pexomenayercs MpoBeieHNE aIbIOBAHTHON Teparuy NaleHTaM ¢ aApeHOKOPTUKATIBHON
OITyXOJIBIO HEOIPEICIICHHOTO 3JI0Ka4eCTBEHHOTO noTeHnuana [ 73, 85, 86, 95].

YpoBenb yoeautrensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

KomMeHTapuii. AQbIOBaHTHBIE METOJBI JICUEHUS CBS3aHBI C MOTCHIUATHHOW TOKCHYHOCTBHIO, B
CBS3M C OTUM QJbIOBAHTHYIO TEpaluio CcIeAyeT paccMaTpuBaTh TONBKO [UIS TAIMEHTOB C
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BepuUIHPOBaHHBIM TaToMopdoiornuecku quarao3om AKP (cm taoke pasn. 2.5.2.1) [9].

- 3.2.2. PexoMeHyeTcsl BceM nanueHTaM nocie BbinosHeHuss RO-pezekunu no nosoxy AKP npu
Ki67 ©Gomnee 10% mpoBOIUTH aJbIOBAaHTHOE JIeUeHHE MUTOTaHOM** (opTo-mapa-DDD) ¢ menbro
SpaJMKALMU WK JJTUTEIBHOTO MMOAaBICHHUS MUKpoMeTacTas3oB [ 73, 85, 86, 95].

YpoBenb yoeaurenpHOCTH pekoMeHaanuii — C, ypoBeHb JJOCTOBEPHOCTH J0Ka3aTeIIbCTB — 4

Kommenrapuii. Tepamus mutoTaHoM™** nommkHa OBITH HavaTta B KpaT4allIe CPOKU TIOCIE
XAPYPrUYECKOTO JIeYeHHUs. YPOBEHb IIpernapara B KpPOBH TpeOyeT TOCTOSIHHOTO JIabopaTOpHOTO
MOHHUTOPUPOBAHUS U, TIPH YCIIOBUU €TO MEPEHOCHUMOCTH, PEKOMEHIOBAHHBIN JHAINIa30H TEPAIIEBTUIECKOM
KOHIIEHTpAIUHU cocTaBiisieT oT 14 no 20 mxr/mit. Jloza Mutotana**, HeoOXoauMast Tt TOCTHIKEHUS U/
MOJICP)KaHUSI €ro KOHIIGHTPAllMd B KPOBH B TEPANEBTUYECKOM JHAla30He, HWHIMBHUIyalbHA, Kak
npaBuiio, coctaBisieT 4-8 r/cyT. [Ipu orcyrcTBumn peunnrua AKP angproBaHTHOE JI€4eHHE TTPOBOJIUTCS OT
2 no 5 net (cm. Takxke [punosxenue A3).

B 2004 r. mo pemennto EMA (European Medicine Agency) B kauecTBe 6a30BOro mpemnapara Jjs
neuenusi AKP npemnoxen 1 — (2-xinopdenun) -1 — (4-xmopdennn) -2,2-muxyiopITad. ITO eANHCTBEHHBIH,
B HacToslee BpeMs Oe3abTepHaTUBHBIN MO APPEKTUBHOCTH IpenapaT, crieuu(puyHo ASHCTBYIOMIMMN Ha
MyYKOBYIO, YACTHYHO CETYATYIO 30HY, ¥ NMPHUBOJIINN K KIETOYHOU JeTeHepanny KOpbl HAAMOYEYHUKA,
npH 3TOM, HE 3aTparuBas KIyOOUKOBYIO 30HY. Hapsimy ¢ TpOTHBOOITYXOJIEBBIM BO3JICHCTBHEM,
MUTOTaH™** oO0janaeT aapeHONUTUYECKUM dS(PPEKTOM, TNOBpeXAas BHYTPUKIETOUYHbIE (EPMEHTHI,
YYACTBYIOIIME B CHHTE3E CTEPOWIOB, TaKUM O0pa3oM, CHIDKash HMHTEHCHBHOCTH HaAMOYEYHUKOBOTO
crepouyioreresa [66, 67]. B cBs3u c OmokupoBaHHWEM CTEpOWIOTEHE3a MAIUEHTHI, IOTYJaroIue
MUTOTaH**, HYXITAIOTCSI B 3aMECTHTEIBHON Tepamuy TIIIOKOKOPTUKOWIAMH. YMEHBIICHHE YpPOBHS
TIIIOKOKOPTUKOHUIOB B KPOBU CBSI3aHO HE TOJIBKO C aJJPEHOIMTUYECKON aKTUBHOCTHIO MUTOTaHA**, HO U ¢
MHIYKIMCH KM MEYCHOYHOrO KJIHMpeHca crepouioB [68], B CBs3u ¢ uYeM HEOOXOJMMO MHHHUMYM
IBYKpAaTHOE yBEIWYEHHE CTAHJApTHOM  JO3bl  3aMECTUTEIBHOM  Tepanmuu  HaAMOYEYHUKOBOU
HegocTraToyHOCTU. HepocTaTouHas 103a 3aMeCTUTENbHOM Tepaniy CHUXKAET MePeHOCUMOCTh MUTOTaHa™ *
U YTSDKEIAeT ero mo0ovHbIe A EKTHI.

[Ipemapar wucnoJsb3yercss B KadecTBE OCHOBHOro cpenactBa xumuotrepanuu AKP ¢ 1970 rona,
pekomennoBan FDA — Agency of Food and Drug Administration, USA). B ¢espane 2018 r. mutotan™*
BIIEpBbIE 3aperucrpupoBan B Poccunm u paspemien k npumeHeHuto. [Ipemapar BKIIIOYEH B peecTp
YKU3HCHHO HEOOXOAMMBIX M BaKHCHIIIMX JIeKapcTBeHHBIX mpemaparos (JKHBJIIT) [69].

Uccnenoanus no >ppexTuBHOCTH MUTOTaHA** B abIOBAHTHOM pexume, mpoBoaumbie 10 2006
rojia, OTJIMYAJIUCh MPOTHBOPEUMBHLIMHU BbIBOJAAMHU. Eciau aabploBaHTHAs Tepanus MHpPOBOJIWIACH MPU
pa3Mepax nepBUUHON omyxoiu 6osee 10 cM, TO pyU cpaBHEHUU C KOHTPOJIBLHBIMU TPYIIaMU MMallieHTOB,
HE TONYyYaBIIMX IMpenapar, HO C MEHBIIUMHU pa3MepaMu OIyXoJied — TMOJY4eHbl MNapagoKcalbHbIE
pe3yNnbTaThl, CBUICTEIBCTBYIOIIUE O JYUIIUX JIEUeOHBIX TIIOKa3aTeNsiX B KOHTPOJBHBIX TpyHmax
MAIKUeHTOB, HE MOayYaBIIuX MutoTan** [70, 71].

B MynbTHUIIEHTPOBOM HCCIIETOBAaHUH U METAaHAIN3€ HEMEIKO-UTAIbIHCKOTO PEerrucTpa MalMeHTOB C
AKP [72] ananmu3upoBaHbl pe3yibTaThl JeueHHs 177 MAlMEHTOB W MPOJAEMOHCTPHPOBAHO YBEIHUYCHUE
0e3peluIMBHOTO MepHoaa MPH MPOBEACHUH aJblOBaHTHOU Tepanuu — 42 mec. npotuB 10 u 25 mec. B
IBYX KOHTPOJIBHBIX TpyNIax M CHIDKEHHE dYacToTel peuuguBa 10 49% mnporus 73% u 91%
COOTBETCTBEHHO.

ITpu anamuze s¢dpdextuBHOCTH MUTOTaHA** y 246 MallMEHTOB C PacCHpPOCTPAHEHHBIMHU (OopMaMH
AKP (IV cramus ENSAT) B 26% nHabmtogeHuii oTMeueH OOBEKTHBHBIM OTBET B COOTBETCTBUHU C
kputepusimu RECIST (11 nmanueHToB — MOJHBIN OTBET, 52 — yacTU4HbIN 0TBeT) [75]. Hy’kHO OTMETHTB,
YTO B OOJIBIIMHCTBE HCCIEIO0BaHUMA MO 3(P(PEKTUBHOCTH MHUTOTaHA** MpH paclpoCTpaHEHHBIX (opMax
AKP otmeuarorcs creayromue o0mye TeHSHIIUT U BBIBOIbI:

- CIydau TOJIHOTO M3JIEYCHHUsI HIMEIOT MECTO, HO SABJISIIOTCS KpaiHel peaKoCThIO;

- YaCTHUYHBIA WJIM TOJHBIM OMYyXOJEBBIH OTBET B MOJAABISAIONIEM OOJBIIMHCTBE OTMEYaeTcs Y
MAIKEHTOB C JIOCTH)KEHHEM TepareBTUYEeCKO KOHIICHTpallii MUTOTaHa** B KpoBH [ 76-79].
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- HE3aBHCUMO OT JIOCTHKCHHS 1IeJICBOM TEpaneBTUYECKONW KOHIIEHTPAIIMH OTMEYAETCS! YBEIIMUCHUE
oOrmiell BEDKMBAEMOCTH, OoJiee JTUTENBbHON MpPU LENEBbIX 3HaYCHUAX MuUToTana** B xposu [70-74, 80-
82].

- Ha ¢QoHe mpuemMa MHUTOTaHA®™* B OONBIIMHCTBE HAOIIOAEHUIN yHAaeTcs KOHTPOJIHMPOBATH
NpOSIBIICHHS TUIEpKOpTHI3MA [8].

- JIOCTH)KEHHUE IIEJIeBOM KOHIEHTPAIIMA MHUTOTaHa** B KpPOBH HE BCETJa 3aBUCUT OT NMPHUHUMAEMOMN
JI03BI TIpenapara, B 00JIbIICH CTETIEHH 3aBUCUT OT KYMYJISIIIH JIO3bI, CBI3aHHOM C JITUTEIBHBIM IIEPHOI0M
MOJY)KM3HU TIperapara, 4YTO JIOKa3blBaeT HEOOXOIUMOCTh TIIATENFHOTO MOHHMTOPWHTA YpPOBHS
MUTOTaHa** B KPOBH M MOCTOSIHHON KOPPEKIuu 110361 [ 78-79].

- MUTOTaH™** HMMeeT Y3KMH TepameBTUYECKUH IUara3oH JO3MPOBAHUS, OTPaHUYCHHBIH, C OJHOU
CTOPOHBI, HEOOXOTUMOCTBIO OBICTPEWIIETO TOCTIIKEHHS TEpareBTHYECKON KOHIGHTpAaluW Mpenapara
6osee 14 mr/i, ¢ Ipyroil — NepeHOCUMOCTBIO TIpenapara. B 1e1eBbIX KOHIIEHTPAIMIX YaCTOTa MO0 OOYHBIX
a¢dekToB cocrasiser He MeHee 80% HaOmoaeHni (MUHUMYM 1 0OOUYHBIN 3((}eKT), THTEHCUBHOCTb U
aMIUTUTY/Ia HEXeNATeNbHBIX KIMHUYECKUX TPOSBICHUN HapacTaeT C MPOSBICHUSMH KyMYJISIIUN J03bI,
MPOSIBJICHUS UCUE3aI0T ¢ OTMEHOM npenapaTta (Taom. 6) [8].

Tabmura 6. [To6ounsie 3¢ dekThl MUTOTaHA** [8, C U3MCHCHUSIMH |

CuMInToOMbI Yacrorta
["acTpouHTECTHHATBHBIE: TONTHOTA, PBOTA, AHAPES Ouenp 9acTo
IHC: COHJIMBOCTb, 3aTOPMOKEHHOCTb, aTakcusi, nu3apTpus, | O4eHb 4acTo
TOJIOBOKPYKEHHUE, NENPECCUS], CHUKEHUE NTaMATH, IOJIMHEUPOTIaTHS
HaanodeunnkoBast HeIOCTATOYHOCTE OueHp yacTo
[TepBUYHBIN TUIOTOHAAN3M Y MYKUHH Yacro
['mnexomactus Yacro
KosHas cbinb Yacro
AYTOMMMYHHBIHN T€NaTUT Penko
ApTepuanbHas THIepTEeH3Us Ouensb peako
Jlunuonus, peTHHONATHs, KaTapakTa, MaKyJIsIPHbIM OTEK Ouensb peako
I'eMopparndeckuii IUCTUT OueHb penko
Bupax neuenounsix ¢pepmerToB (B ocHoBHOM ['TTII) OueHb 4acTo
YBenuueHue ypoBHS CBSI3BIBAIOLIUX OEIKOB Ouensp yacto
['unepxonecrepuHeMusi, TMIIEPTPUTITULEPUIAEMHUS Ouensp yacto
VYBenuueHue BpeMEeHH KpOBOTEUEHUS Ouensp yacto
JletikoneHust Yacro
TpomMOoruTOTICHUS, aHEMUS Penxo
Nuaykuust MUKPOCOMANBHBIX TMEYEHOUYHBIX (EPMEHTOB, yBeTUUMBArOMKX | OueHb 4acTo
MEeTa0OIMYEeCKUl  KIMPEHC  TIIIOKOKOPTUKOCTEPOUIOB,  0apOMTYypaToB,
BapdapuHa

Ompenenenne 4acToThl MOOOYHBIX 3G hekToB: oyeHb yacTo (= 1/10), gacto (= 1/100 to < 1/10),
Hevacto (= 1/1000 to < 1/100), penko (ot = 1/10 000 mo < 1/1000), ouens peaxo rare (< 1/10 000), ue
W3BECTHO (HE MOXET OBITH OINpPE/IeTICHO HAa OCHOBAHUU UMEIOIINXCS Ha CErOTHSAIIHUN JACHb PEe3yIbTaToOB
HCCIeA0BaHU).

Takum oOpa3zom, MHUTOTaH** TOKa3an 3HAUYUTENbHYIO OS(PPEKTHBHOCTH B  OTHOIICHUU
0e3peluIMBHON BEDKMBAeMOCTH nocie RO-pe3exiuii u ynydileHue nokasareneil 001iel BB KUBaEMOCTH
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npu pacrpoctpaHeHHsIx Gpopmax AKP.

- 3.2.3. PexoMeHyeTcsi BCeM MalMEHTaM, KOTOPHIM IOKa3aHa TEpamusi MUTOTAaHOM™*, HayMHATh
JedyeHre ¢ HEOONBIIUX JI03 C TOCTENIEHHOW SCKalalueil, MoJ KOHTPOJEM COCTOSHHUS IIallMeHTa,
NEPEHOCHMOCTH JICUCHHUS, KOHIIEHTPAMU MUTOTaHa** B 1uiazme KpoBu (cM. Takke [Ipunoxenue A3)
[83-85].

YpoBeHb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JJOCTOBEPHOCTH J0KA3aTeIIbCTB — 4

Kommenrtapuii. CymecTByoT pa3Hble CXeMBbI TEpPallid MUTOTAHOM**, HU OJTHa W3 HUX He oOiamaer
JOKAa3aHHBIM TPEHMYIIECTBOM Ha CETONHSINHUI JaeHb. Hambonee MIMPOKO WCIOJB3YeTCs CXeMa,
MIPEIoJIararoniasl crapT Tepamud ¢ 03kl 1 I/CyT ¢ mocTeneHHOW 3ckanarueit mo3el Ha 0.5-1 1/cyT
Kaxaple 3-7 aHel 10 cymmapHO# 103bl B 4 r/cyT. [lpu xopouieil mepeHocuMOCTH MHUTOTaHa™* MoXeT
OBITH MCIOJIb30BaH TOJX0/I C BHICOKOM HadalbHOUM 710301 1.5 T/cyT u OBICTpBIM ee mpupaiieHueMm ao 6
r/cyt. JlanbHeimas koppekuus 1036l MUTOTaHa™** MPOBOJUTCS B COOTBETCTBHM C €r0 KOHIIEHTpalHel B
KpoBH (HEOOXOIUMO oOmpeseseHne 4yepe3 4 HeAend OT MOMEHTa BhIXoJa Ha a03y 4 wiu 6 r/cyT) u
nepeHocuMocThio [83-85]. B pekume BBICOKUX /103 HEOOXOIUMO KOHTPOJIUPOBATh YPOBEHH MUTOTaHA™*
B KpOBHU uepe3 2-3 HeJleNHu 1ociie Havaja Tepanuim.

B cpaBHUTENBHOM (papMaKOKMHETUYECKOM MCCIEIO0BAHUU PEXHUM C BBICOKHMHU J103aMHU Ha CTapTe
Tepanuy HaydajgbHBIA MO3BOJWII JOCTHYb TEPANeBUYECKOro JAMarna3oHa Bblie 14 MKr/miul y OOJbIIEero
KoJuyecTBa mauueHToB. OJHAKO 3TH pe3ynbTaThl HE ObUIM CTaTUCTUYECKM 3HAYMMBIMU H3-3a
HEJO0CTaTOYHOM MOIIHOCTH uccienoBaHus. [loMMMoO 3THX JBYX pPEKHMOB, CYIIECTBYET MHOECTBO
JIpYrux Bapualuii; BbIOOP 3aBHCHT OT OMbITAa Bpada, ocoOeHHOocTed kinmHudyeckoro tedeHuss AKP u
COCTOSIHUS ManueHTa. PekoMeHgauy no NpUMEHEHUI0 MUTOTaHa™** B KadecTBe a/IblOBAaHTHON Teparuu
cM. Takxe B [Ipunoxennn A3.

MuTtotan™* sBisercs TUNOQPUIBHBIM JIEKaPCTBEHHBIM CPEJICTBOM M, KaK MPEAINOJaraeTcs, Jydlie
BCAChIBAeTCSl M3 KHUIIEYHHUKA IPU COBMECTHOM MOTPEOICHUH C KUPOCOIACPKAIMIMMU MPOIYKTAMU,
HampuMmep, C MOJIOKOM WIM IIOKoJaaoM. B ciaydae OrpaHMYeHHOW  KENTyI0YHO-KUIIECYHOM
TOJIEPAHTHOCTH JIOJKHO OBITH MPEII0AKEHO CUMITOMATUYECKOE JICUEHNE TOUTHOTHI/PBOTHI U/ UITN AUAPEH.

Y Bcex MamMeHTOB, TMOJYYAIOMUX TEPAMUl0 MHTOTaHOM™*, HE0OXOAMMO TIPOBEPSATH €0
JIEKapCTBEHHbIC B3aUMOJICHCTBUSA C JAPYTMMHU MpenaparaMu (B YaCTHOCTH, M3-3a MHIAYKLUHU IUTOXpOMa
CYP3A4 nox BiussHEeM MuTOTaHa**). Bece comyTCTByOIME JIEKapCTBA JOJDKHBI OBITH IMPOBEPEHBI Ha
npeamet metadbonu3ma CYP3A4 u 3ameHeHbl albTepHATUBHBIMH, €CJIM 3TO BO3MOXHO. MOJIEKYIISIpHbBIC
MexaHu3Mbl 3(p(ekToB MUTOTaHA™* 0 CUX MOp M3y4YEeHbI HEAOCTATOYHO. TeM He MeHee, U3BECTHO, YTO
MHUTOTaH** TOBBIIIAET AKCIPECCUIO TTeUeHOYHOW MoHOOKcureHassl CYP3A4, merabonusupyromen psj
JIEKapCTBEHHBIX BeHIECTB. B CBA3M ¢ 3TUM, Bce mpemapaTbl, KOTOpble Ha3HAYalOTCS MAalUEHTY
OJIHOBPEMEHHO C MPUEMOM MHTOTaHa** u/unu Ha (OHE MPHUCYTCTBHUS €ro KOHIICHTPAIMH B KPOBH,
JOJIKHBI OBITH MpoBepeHbl Ha npeaMeT Metabonuzma CYP3A4 u 3aMeHeHbl albTepPHATH BHBIMU, €CJIA 3TO
BO3MOXHO [86].

- 3.2.4. PexomeHayeTcss NPUHUMATh WHIUBUAYAJIBHOE DELIEHUE O BO3MOYKHOCTH IPOBEIEHUS
anproBaHTHOM  Tepanmuun  AKP y  TalUEHTOB c HU3KUM/IIPOMEKYTOUHBIM ~ PUCKOM
peunauBa/mporpeccupoBanus (cM. Taxke Ipunoxkenune b Puc. 1) [95].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTeNbCTB — 4

Kommenrapuii. Ha ceronusmnuii nens, nponudepaTuBHbli uHAeke Ki67 cuMrtaercs OJHUM U3
KITI04eBbIX mpeaukropoB peruanBa AKP; manumentst ¢ Ki67 < 10% wMoryr mpeactaBiath coOoi
MOJATPYIIY NAllMEHTOB C OTHOCUTENBHO OoJiee GJIaronpUsTHBIM MPOTHO30M. B CBS3M ¢ 3TUM y NallMeHTOB
C HHM3KUM/IPOMEXYTOUHBIM pHCKOM peuuauBa/mporpeccupoBanus (I-II cragum mo ENSAT, RO-
pe3ekioHHbIN cTatyc U Ki67 < 10%) agpioBaHTHas Tepanus MUTOTAaHOM** MOKeT ObITh Ype3MEpHOI, ¢
YU4ETOM BO3MOKHBIX HEXKENATEIbHBIX JIEKApCTBEHHBIX peakuuid. Ha cerognsmmumii neHp He
BAJUAU3UPOBAHO HHU OJHOIO KJIMHMYECKOTO, TMCTONATOJIOTMUECKOTO WM MOJIEKYJISIPHOTO MapKepa,
KOTOPBIH ObI JOCTOBEPHO MPE/ICKa3bIBAN Peakinio Ha MuToTan** [9].

B Hacrosmee Bpems npoAospKaercs INpocnekTnBHoe uccnenosanue ADJUVO B orTHomeHnn
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naienToB ¢ uHaekcom Ki67 < 10%. C yderoM OTCYTCTBHA JOCTOBEpPHBIX TaHHBIX DELICHHE O
BO3MOKHOCTH  TPOBEACHUS  aAbIOBAHTHOW  TEpalmud  MUTOTAaHOM®™*  y  MamMeHTtoB ¢
HU3KUM/TIPOMEKYTOUYHBIM PHCKOM pernuauBa/mporpeccupoBanuss AKP  Moxker ObITh NPUHATO B
VHIMBHYAIEHOM MOPSJIKE MPH HATMYHH (PaKTOPOB HEOIArOMPHUSATHOTO MPOTHO3A.

- 3.2.5. Pexomennyercs naunueHtam c HeomnepabenbHbiM AKP, Hamuumem pacnpocTpaHEHHOIO
METAacTaTHYECKOTO MpoIlecca IOCIe PEe3eKUUH MEPBUYHON OIMYyXOJH, OBICTPBIM IMPOTPECCHPOBAHUEM
3200JIeBaHHUST TIPOBOJUTH I[UTOTOKCHYECKYIO TEPAMUI0 MO CXeMe JTOmo3um**, #mokcopyOurmua™*,
#uucrutatua** (peKuM TpuBeAeH B Tabmuie 7) — Ha (OHE MPOJOJDKAIOIICrOCs IMpueMa MHUTOTaHa**
€XKEHEBHO B J103€, 00eCIeunBaloOIIel ero coJaepkaHnue B CHIBOPOTKE KPOBU Ha ypoBHE 14-20 MKr/imm 6e3
nepepsiBa MeX 1y IUKIaMu XumuoTepanuu (cxema EDP-M) [93].

YpoBeHb yOeAUTEIIBEHOCTH PEKOMEHIAINI — A, YPOBEHB JJOCTOBEPHOCTH JI0KA3aTEIBCTB — 2

- PexoMeHayeTcsl mamMeHTaM C HEBBICOKOW OIMyXOJEBOW HArpy3KOM M MEIJICHHOW Mporpeccuei
paccCMOTpETh BOMPOC O MOHOTEPANMUH MHUTOTAHOM™** B KOMOMHAIIMM C BO3MOKHBIMH MECTHBIMU
IUTOPEAYKTUBHBIMH WJIA PATUOJOTUYECKUMH METOJIaMH B KAaueCTBE MEPBUYHOTO JICUCHMs (CM. TakKe
[Mpunoxenne b Puc. 2) [8, 13, 93, 95].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4

KommenTapmii. I[lanmentsr ¢ HeomepabGenpbHbiM  AKP, Hammumem  pacmpocTpaHEHHOTO
METAaCTaTUYECKOTO MpOIecca TOCIe PE3CKIUH TMEPBUYHON OIMYXOJH, OBICTPHIM IMPOTPECCHPOBAHUEM
3a00JIeBaHUS TOJDKHBI MOJy4aTh [IUTOTOKCHYECKYIO0 XuMHoTepanuio (cM. takxke [lpunoxenue I'l Tab.
15-17).

B Tedenwe nmnuTenbHOro BpeMeHU cuMTanoch, 4yTo AKP sBisieTcs CcTOMKMM K CTaHIApTHOM
[UTOCTATHYECKON XuMHoTepanuu [87-91].

Cpenu B3pocibIX MNAUEHTOB HauOojee H(PGEKTUBHBIM, MO JaHHBIM PaHAOMHU3HPOBAHHOTO
uccnenoBanusi FIRM-ACT (FIRM-ACT ClinicalTrials.gov number, NCT00094497), upusHnana
KOMOMHamus »Tono3una™™, #moxcopyounmHa** u #uucrmatuHa**, Ha (OHE MOCTOSHHOTO MpHEMa
murtotana** (cxema EDP-M). Hccnenoranue Brimrovano 304 mamueHTa ¢ paclpoCTpaHEHHBIM BapUaHTOM
AKP. TIlpu cpaBHeHHMM 4acTOThl oOTBeTa Ha Tepanuto EDP-M B cpaBHeHMHM CO cXemMou
cTpenTo3oTolH+MUTOTaH** (S+M) mokazaHa gocToBepHO OoJjiee BhICOKass yacToTra oTBeta Ha EDP-M:
23,2% npotuB 9,2% na S+M (P < 0,001), u Gosnbliee Bpems cTabuinn3anuu 3adonaeBaHus (5 Mec. MpOTUB
2), HO He MOKAa3aJl0 3HAYMMBIX Pa3Iu4nil B 00mieit BekuBaemoctH (14,8 mec. mpotus 12,0) [93].

TepaneBTruyeckue onuuu Juist AeTckoi nomynsuuu nanueHToB ¢ AKP takke BecbMa OrpaHudeHbl U
B IICJIOM COBII3JIal0T C TAKOBBIMHU JjIst B3pocibix [132]. JlokazaTenbHas 6a3a OCHOBaHA IMPEHUMYIIIECTBEHHO
Ha pe3ylbTaTax HCCIIEOBAaHUI C y4acTHEM B3pOCIBIX IMAlMEHTOB; MCCIECIOBAHUS C Y4acTUEM JeTeit
€IMHUYHBIC, XapaKTEePU3YIOTCI MallbiM 00beMOM BbIOOpPKU. B mccnenoBanum c¢ ywactuem 11 nereit c
pacnpocTtpaneHHbiM AKP moiHbIi Uiy yacTUYHBINA OTBET AOCTUTHYT B 81% ciydaeB (9 mamueHToB) mpu
npuMeHeHnu npotokosia EDP-M Ha ¢one pocTikeHus TepaneBTUYecKo KOHIEHTpAllud MUTOTaHa™** B
kpou [133]. IIporokon EDP-M wucnonb3yercs B kadyecTBe | JIMHUM TMOJMXHUMHOTEpAIMU, BHE
3aBUCHUMOCTH OT Bo3pacTa namuenTta (cMm. Tabm. 7). B xiauHuYeckol mpakTuke Ui B3POCIBIX MallMEHTOB
¢ AKP naunbornee yacTo UCHOIB3YETCA MEPBBIM PEKUM JO3UPOBAHUS, B IETCKOM MOMYIISILIUN — BTOPOH.

Ta6J'II/II_[a 7. PexXxuuMbl MOJIMXUMHUOTEPAIINU, HUCIIOJIB3YyEMbIC B Ka4YC€CTBC 1 a1uHUMU TCparnun (cxeMa
EDP-M)

KomnoHeHT Tepanuu Pexum no3upoBanus
[epaerii BapuanT [93] Bropoii BapuanT [134, 133]
Orono3ua** 100 mr/m? B/B B 2-4 cyT 100 mMr/m? B/B B 5-7 cyT
#loxcopyourma** 40 mr/m% B/B B 1 cyT 20 mr/mM? B/B B 1 1 8 cyT
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#lucrutatua™** 40 mr/m% B/B B 3 1 4 cyT 40 mr/M? B/ B 1 1 9 cyT

MuTtotan** €XKEJIHEBHO B J103€, 00CCIEUMBAIOIIEH €r0 COJIEpPkKAHUE B CHIBOPOTKE
KpoBH Ha ypoBHe 14-20 Mkr/mm 0e3 mepepbpiBa MEXAy LUKIAMU
XUMHUOTEPAIHH

Kypc xummnorepanuu noBropsieTcst Kaxjaple 28 nHei

- 3.2.6. Pexomennyercst mamueHTam ¢ pacrpoctpaHeHHbIM AKP B kadectBe Tepanuu 2 JIMHUU
KoMOMHaIus #remuutabuna** u propnupumuanHoB (#dropypaumn™** wim #xaneuntabun**) — Ha pone
MPOIOJDKAIOIETOCs TpreMa MHUTOTaHa™* eXeIHEBHO B J103€, 0OECIeuuBalolIell €ro CoJep)KaHue B
CBIBOPOTKE KPOBHU Ha ypoBHE 14-20 MKr/iaM 0e3 mepepbiBa MEX Ty IUKIaMHu XuMuoTepanuu [94].

YpoBeHb yOeIUTEIBHOCTH PEeKOMEHIaIil — B, ypOBEHb JOCTOBEPHOCTH JOKA3aTENbCTB — 3

KommenTtapuii. Pexxumpl XuMHOTEpaniy, MpUMeEHseMbIe BO 2 JIMHHUHU JICYCHUS! paCIPOCTPAHEHHOTO
paka Kopbl HaIMOYCYHHUKOB, TIpe/icTaBieHbl B Tadm. 8 [94].

Tabnuma 8. PexxrMbl NOIMXUMUOTEPAIIUH, UCIIOJIb3YEMbIE B KaueCTBE 2 JIMHUM Teparnuu

KomnoneHT Tepanun [IepBblii BapuaHT Bropoii BapuanT

#I'emuurabua™** 800 mr/m° B/B 1, 8 mau xaxsie 21 [800 mr/m? B/B 1, 8 nuu Kaxble 21
JICHb JICHb

#DOropypauun** 200 wmr/M? B/B €KEIHEBHO [0
MIPOTPECCUPOBAHUS 3a00JICBAHUS

#Kamnermradbuu™* 1500 mr/cyT BHYTph €XKETHEBHO 10

MIPOTPECCUPOBAHUS 3a00JICBaHUS

Murotag** €XEIHEBHO B J103€, O00CCIEUYHMBAIONICH €r0 COJepKaHHUE B CHIBOPOTKE
KpoBH Ha ypoBHe 14-20 Mkr/am 0e€3 mepephiBa MEXAY ITUKIAMU
XUMHUOTEPATHHI

- 3.2.7. PexomeHayercs NpPHUHITh HWHAMBHUAYaJbHOE pEIIEHUE O BO3MOXHOCTU IPOBEACHUS
nonmuxumotepanuu  AKP B angploBaHTHOM  pexuMe Yy TMalMEeHTOB C  BBICOKUM  PHUCKOM
peunauBa/mporpeccupoBanus (cM. Taxke Ipunoxkenue b Puc. 1) [8, 13].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

KommenTapuii. PyrunHoe npoBeieHrne MUTOTOKCUYECKON MOJMXUMHOTEPAIIUHU HE 11eJIeco00pas3Ho, ¢
Y4ETOM PUCKOB HEKENaTeNbHbIX JIEKApCTBEHHBIX PEAKIIUM.

Ha ceroausmnuii 1eHb, JaHHbIE 00 UCTIOIH30BAHUH IIMTOTOKCHUECKUX MPENapaToB B abIOBAHTHOM
pexuMe orpaHudyeHbl. Tem He MeHee, OOJBIIMHCTBO JKcHepToB EBpomeiickoro oOmiecTsa
supokpuHosioroB (European Society of Endocrinology) u ENSAT onoOpsitoT uHIuBUIyalbHOE pElICHHE
BOIPOCA O BO3MOXKHOCTHU IpoBeeHus nonuxumuoTepanuu AKP B aabl0BaHTHOM pekrMe Y MallUeHTOB C
BBICOKMM PHCKOM peruauBa/mporpeccupoBanus (Harpumep, Ki67 > 30%, omyxoseBslii TpoMO B HIDKHEH
noJioit BeHe unu R1-pesexius).

[MarmenTsl ¢ R2-pe3eKIMOHHBIM CTaTyCOM JOJDKHBI paccMaTpUBAThCs KaK MAlUEHTBl C
pacnpoctpanenHbiM AKP (e pa3za. 5.3.1 u Ilpunoxenue b Puc. 2).

3.3. UHoe jeyenne
3.3.1. lucTaHMOHHAA JTy4YeBasi Tepanus

- 3.3.1.1. ducranmmonnas sny4eBas tepanus ([JIT) sBnsercs merogom BbiOOpa Ui MaUIMATUBHON
Tepanuu npu Meracrazax AKP B KOCTH M LIEHTpaJIbHYIO HEPBHYIO CUCTEMY. PEKOMEHAYyeTC sl MalluEHTaM C
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KocTHBIMU MeTacTtazamu AKP pemuTs Borpoc 0 npoBeAeHUH NAIJIMATUBHON JIy4€BOM TEpalMM C LEIbIO
yMEHBIIIEHUs1 0oJeBoro cuHapoma. JlydeBas Tepamus MOKET HPOBOJUTHCA Pa3IMYHBIMH PEKUMaMHU
dpaxmonnpoBanust — 24 I'p 3a 6 dpaxnuii 3a 2 Henenn, 30 I'p 3a 10 dpaxmuii 3a 2 Hemenu, 8 ['p 3a 1
¢bpakuuto [8].

VYpoBeHs yoeauTenbHOCTH pekoMeHaamuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5

Kommenrapuii. JlnutensHoe Bpemsa AKP cuutancs paanoHedyBCTBUTENBHON omyxoJbo. B
Hacrosmee Bpemsi u3BecTHO, uto JJIT sBisercs mMeTronoM BBIOOpa Ui MAUIMATHBHON Tepamuu IpH
Metactazax AKP B xocTu u nentpanbHyo HepBHYIO cuctemy (30-40 I'peit). MccnenyroTcsi BO3MOKHOCTH
KoH(OPMHOH ydeBol Teparuu ¢ 3D-TUTAHUPOBKOW Kak MPHU HEpe3eKTabenbHBIX (opMax 3a00JICBaHMS,
TaK M B KayeCTBE JONOJHUTEIBHOIO METOJAa MECTHOTO BO3JCHCTBHS IIOCIE HEPATUKAIBHOIO
XUPYPrUUECKOro JICUEHHUS.

- 3.3.1.2. JIUIT moxeT nmpuUMEHSIThCS B JIOTIOJIHEHHE K Teparuyd MUTOTAaHOM™** Ha MHAUBUIYAIHHOMN
ocHOBe y mamueHToB mociie R1 peseknun. PexomeHayercss mamwieHTam ¢ JOKaIM30BaHHOW CTagueit
aJPEHOKOPTUKAIILHOTO paka II0CJ€ BBIMOJHEHUS XUPYPTUYECKOTO BMENIATENbCTBA MPHU HATUIUHU
MIPU3HAKOB BBICOKOTO PUCKA JIOKAJIBHOTO peluIMBa (TIOJIOKUTEIIbHBIC Kpasi Pe3EKINH) PEIIUTh BOTIPOC O
MIPOBEJIEHUU JAUCTAaHIMOHHON 3D-koH(GOpPMHONM Jyd4eBOW Tepanmuu Ha JIOXKE YAAJICHHOW OIyXOJH B
JIOTIOJTHEHUE K Teparnuu MUTOTaHOM**, 3D-koH(popMHas TydeBas Teparnusi Ha JIOXKE OITYXOJU TPOBOTUTCS
POJ1 2 I'p no COJI 50-60 I'p 5 pa3 B mepero [95-99].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 4

- PekomeHnyeTcss manpeHTaM C IPOrpecCCHpPYIOIMM WM penuauBupyroniuM teuyeHueM AKP B
JIOTIONTHEHUE K XUPYPrUYe€CKHM BMEIIATEIbCTBAM PEIIUTHh BOIPOC O MPOBEACHUH JIOKAIbHON JTy4eBOMU
Tepanuu Ha 00JacTh OMYyXOJH (B 3aBUCUMOCTH OT MPOTHOCTHYECKUX (PAKTOPOB, JIOKAIMU3ALUU OITYXOJIH,
npeanoyTenuii manuenta) [95-99].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4

KommenTapwuii. [lo manapiM nutepatypsl, npuMmenerue JIJIT cnmocoOHO mpemoTBpaTUTh MECTHOE
PELUANBUPOBAHUE, HO HE OKa3bIBAET 3HAUUTEIHHOTO BIMSHUS Ha PUCK OTJAJIEHHOTO METAaCcTa3WpPOBAHUSA
1 o0I1IyI0 BBDKHBaeMOCTh [95-97]. M3BecTHO, YTO UMEHHO OTAAJCHHbIE METACTa3bl SIBJIAIOTCS MPUUUHON
40-60% permmauBoB AKP u oka3piBalOT 3HAYUTEIHLHOE BJMSHUE HA MPOTHO3 MAIlMEHTa, M MX TPYIHEE
3¢ dekTUBHO J1eunTh. TeM He MeHee, TPO(UIAKTHKA OCIOXKHEHHUHM, BEI3BAHHBIX MECTHBIMU PELUANBAMU,
CBHUJICTEIBCTBYET B TIOJNB3Y JIydeBOW Tepamuu. AnbtoBanTHas JJIT wmoxker ObITh 0COOEHHO
1esaecoo0pa3Hoi y MalMeHToB ¢ pe3ekiuei R1.

KomOunanus nydeBoit Tepanuu u MUTOTaHa** Onosorndecku obocHoBana [98, 99] u Bo3MoxkHa, HO
MOKET OBbITh CBsI3aHa ¢ O0JblIeH TOKCHYHOCTRIO0. HeonmycTuma oTcpodka Tepanui MUTOTaHOM** n/unu
CHCTEMHOM XUMHUOTEpanuu nu3-3a nposegaenus JJJIT.

Bricokuii puck HMHTpaonepalMOHHHOW OIyXOJIEBOW IHCCEMHMHALIMU HE SIBISIETCA TMOKa3aHUEM K
nposeaenuto JJIT.

JnurensHoe Bpemst AKP cunrtancs paanoHedyBCTBUTEIBHON OMyX0Jbio. [10 JaHHBIM IUTEpaTypHI,
npumenenne JIJIT cmocoOHO mpeaoTBpaTUTh MECTHOE pPEIMIMBUPOBAHME, HO HE OKa3bIBaeT
3HAYUTEIHHOTO BIMSHUS HA PUCK OTIAJICHHOIO METAaCTa3UPOBAHMUS U OOIIYI0 BBIXKHBaeMOCTh [ 95-97].

KomOuHnamus nmydeBoit Tepanuu U MUTOTaHa** Ouosoruuecku obocHoBaHa [98, 99] u Bo3MoskHa, HO
MOJXKET OBITh CBsI3aHa ¢ OoJbIIeH TOKCHYHOCTHIO. HeomycTuma oTcpodka Tepanuu MUTOTaHOM™** u/unn
CUCTEMHOM XUMHOTepanuu nu3-3a nposenenus JJIT.

Bbicokuil pUCK MHTpaoNepaMOHHHOM OMYyXOJIEBOM AMCCEMHHAIMM HE SIBISETCA IMOKAa3aHUEM K
nposenenuto [JJIT.

3.3.2. 3amecruTeJbHasi Tepanus HAANOYEYHHMKOBOH HEJIOCTATOYHOCTH THPH JeYEeHHH
MHTOTAHOM™*

3.3.2.1. PexomMeHnayercssi BCEM MalMEHTaM, MOJIYyYaIOLUIUM Teparnui0 MUTOTAaHOM™*, MpOBOAUTH
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3aMECTUTENIbHYI0 TEpalMio HAAINOYEUYHUKOBOM HENOCTAaTOYHOCTH. B  ciywae rumepkopTuiusMa
HEOOXOMMOCTh TPOBEACHUS 3aMECTUTENBHOM Tepamuu JO0JDKHA OOCYKIAThCs HHAMBHIYATIHHO.
OnTuManbHBIME MpenapaTaMu SBISIOTCS TUAPOKOPTH30H™*. [Tprem MuToTaHa™* MPUBOIUT K MHAYKIUH
[IEYEHOYHOI'0 KJIMPEHCAa CTEPOMIOB M TOBBIILIEHUIO YPOBHS KOPTU30JI-CBSI3BIBAIOLIETO IJI00YyIMHA B
KpOBH, B CBSI3M C OTHUM HEOOXOJAMMO MHUHHUMYM JBYKPaTHOE YBEIMUYEHUE CTaHAAPTHOW O3Bl
3aMECTHTEIBHON TEPANMu HAMOYCYHUKOBOM HepocTarounoctu [83-85, 93, 131].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JJOCTOBEPHOCTH J0KA3aTeIbCTB — 4

KoMMeHTapuii. 3aMeCTUTENbHYIO TEPANNIO HAAIOYEYHUKOBON HEJOCTATOUYHOCTH, 00YCIOBIEHHOM
npueMOM MHUTOTaHa**, Kak MpaBWUJIO, HAYMHAIOT C TMEpPBOrO JHA ero mnpuMmeHeHus. Hamboisee
pacrpoCTPaHEHHOM CTpaTEruer ABJSETCS CTapT TEPANUU C MCIOJIB30BAHUEM IIOJHOM 3aMECTHTEIbHOMN
JI03bl TIIIOKOKOPTUKOUIOB, KOTOpasi OJKHA, KAK MUHHUMYM, B JiBa pa3a MPEBbIIIATh CTAHJAPTHYIO (CM.
Take pa3a. 3.2.2). AnpTepHaTHUBHAs CTPATETUsi COCTOMT B TOM, YTOOBI HAdaTh 3aMECTUTEIIbHYIO
TEparuio B peIylUpOBaHHON /103€ — 20 MI/CyT THAPOKOPTHU30HA™* ¢ MOCTENEHHOM dCKaIallel B TEUCHHE
HECKOJIbKUX Heaenb. CyMMapHas 11032 THIPOKOPTU30HA** 00bIYHO cocraBiiger 50 Mr/cyr, OJHAKO
HEKOTOPBIM TMallMeHTaM TpeOyroTCs cCyTouHble 1036l 10 100 mr.

He cymectByeT HajexXHOro J1abOpaTOpHOrO MapKepa [Uisl ONpPENENIEHUS ONTUMAIbHOM JI03bI
TUAPOKOPTU30HA. AJIEKBAaTHOCTh 3aMECTUTEIbHOW TEpanuu HaAMOYEUHUKOBON HEIOCTATOYHOCTH Ha
¢doHe Tepanuu MUTOTAaHOM** NTOJKHA OCHOBBIBATHCS HA MapaMeTpax KIMHHUYECKON KapTHUHBI, TAKUX Kak
apTepualibHOE JaBJIEHHWE, MYJIbC, AaNIEeTHT, TOIIHOTa/pBOTa, AMHAMHMKA Macchl Teia. B KkauecTBe
BCIIOMOTATENbHBIX OMOMapKepOB, MOMUMO KIMHUYECKOW KapTHHBI, MOTYT YYHMTHIBAThCS KOHIIEHTPALUU
AKTT n kanus KpoBH.

[Ipu mpucoeAMHEHUH MHTEPKYPPEHTHBIX 3a00JeBaHuM, cTpecce (IMICUXOJOTHYEeCKUe WIN TsDKEIble
¢uznueckue Harpysku) HEOOXOIMMO YBEIMYUBATH 03y TIIIIOKOKOPTUKOWIOB B 1.5-3 pasza Ha Bpems
ocTpoi (ha3wl 3a00JI€BaHMS WJIM MOMEHT BO3JIEHCTBUS cTpecca. B manbHeieM menecooOpa3eH BO3BpaT K
O0OBIYHOM 3aMECTUTENILHON 1103€, KOTOPYIO MAIlMEHT MPUHUMAJ 10 OoJie3HH. B ciiyuae HEBO3MOKHOCTH
MEPOPAIILHOTO TMpHeMa TIIOKOKOPTHUKOMJIOB IO JIIOOBIM MPHUYMHAM, BO3HUKHOBEHHS JIIOOBIX OCTPBIX
COCTOSIHUII HEOOXOJUM Iepexo] Ha MapeHTepalbHbIM MyTh WX BBeAeHUS. ONTHUMAIbHBIM MpenapaToM
TaKOKe SBISETCS TUAPOKOPTHIOH **,

Y  HEKOTOphIX MAalMEHTOB, IMOJYYalOIIUX MHUTOTaH®™™, MOryr HaONI0AaTbCd CHUMIITOMBI
MUHEPAIKOPTUKOUTHOW HEIOCTATOYHOCTH (THUIlEpKAIMEMUs, TUIOHATPHUEMHUs], TUIIOTOHUS, cIabOCTh),
HECMOTpsT Ha MPUMEHEHHE TIIOKOKOPTUKOUJIOB B IMOJHOM 3aMecTUTeNbHOM no3e. B atom ciyuae
HEO0OXOIMMO PEIIUTh BOMPOC O M00aBleHUH K Tepanuu (IyApOKOPTU30H™*a, ¢ y4eTOM KIMHUYECKOU
KapTUHBI, YPOBHS 3JIEKTPOJIUTOB M PEHUHA/aKTUBHOCTH pPeHUHA TU1a3Mbl [9].

3.3.3. AHTHpe30pOTHBHAA Tepanus

- 3.3.3.1. Pexomennyerca mnauueHtram ¢ AKP u KOCTHbIMH MeTacTa3amMH IPOBOJUTH
aHTUpe30pOTUBHYIO Tepanwio [8, 13].

YpoBenb yoeautensHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5

Kommenrapuii. Metactassl B koctu y nanueHToB ¢ AKP acconumpoBanbl ¢ HU3KUM KaueCTBOM
KHU3HU U3-32 00JIEBOTO CUHJPOMA, a TAKXKe ¢ BOSHUKHOBEHUEM MATOJIOTMYECKHX MEPEIOMOB, KOMITPECCHH
CIIMHHOTO MO3r'a U TunepKaiblueMun. B xo/e HeCKOJIbKUX paHIOMU3NpOBaHHbIX uccnenoBanuii 111 dassl
ObUIO TMOKAa3aHO, YTO MHTUOUTOPBI KOCTHOM pe3opOIuH, Takue Kak oOuchocdoHaTsl M peHocymald**,
3pQeKTUBHBl Yy TalKMEeHTOB C MeTacTa3aMM B KOCTH TP TEPBUYHBIX 3JIOKAYECTBEHHBIX
HOBOOOPA30BaHUSAX MOJIOUHOU >KeJe3bl, MpeAcTaTeIbHOM jKele3bl, JIETKUX. J[0CTaTOYHBIX JaHHBIX JUIS
nanenToB ¢ AKP B Hacrosimiee Bpemss HeT. OnHaKo, OCHOBBIBASCh Ha 3THUX pPE3YNbTaTax, JEUCHHE
MAIMeHTOB C KOCTHBIMH METacTa3aMH JIIOOBIX pakoB C IOMOIIbIO aHTUPE30POTHUBHOM TepamuH CTallo
oOmenpunaToi npaktukoil. [losromy y manumentoB ¢ AKP u KOCTHBIMH MeTacTazaMH LielIecooOpa3Ho
Ha3zHayaTh OucgochoHaTsl B 1e4eOHBIX 103aX B COUETAaHUM C TIOTpeOICHUEM Kalbliug U BUTaMuHa D.

VY nauuentoB ¢ AKP u runepkopTUIM3MOM OTMEYEH MOBBINIEHHBI PUCK TIHOKOPTHUKOMIHOTO
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OCTEOIOpO3a MU OCTEOMOPOTUYECKUX MEPEIOMOB. DTOH TpylIe MAlMeHTOB IeJIecO00pa3HO MpOBEICHHUE
AHTUPE30pPOTUBHONW TEpamuM C HUCHOJIb30BaHUEM "aHTHOCTEONMOPO3HBIX 103" OucdochonaroB wumu
nerocymaba**. TIoCKONBKY PHUCK TIEPEIOMOB OBICTPO CHIDKAETCS TIOCIEC HOPMAaHM3alluil  YPOBHS
KOPTH30JIa B KPOBH, IPOJOJDKEHHWE AHTHOCTEONOPOTHYECKOM Tepamuu OOBIYHO HEe Tpedyercss mocie
KyNIUPOBAHUS TMIIEPKOPTULIA3MA.

3.3.4. KonTpauenuus

- 3.34.1. Pexomenayercs MallMEHTKaM  PENpOIYKTUBHOIO  BO3pacTa,  IOJIy4aroLUM
UTOTOKCHYECKYI0 XHMHUOTEPAIUIO /WM TEpanuio MHUTOTaHOM** momoOpars 3¢ddexkTuBHBIE METOABI
kouTpanenmnuu [100-101].

YpoBeHb yoeauTensHOCTH pekoMeHanuii — C, ypoBeHb JJOCTOBEPHOCTH J0Ka3aTeIbCTB — 4

KommenTapuii. [{uroTOKCHMYeCcKass XMMHOTEpANMU U TEpamusi MUTOTAHOM™* acCOIMUPOBAHBI C
MOTEHIIMATIBbHBIMU TEPATOT€HHBIMU 3(PQeKTamMu, B CBA3M C UYe€M HACTYIUIEHHE OEpeMEHHOCTH Ha (oHe
NPUMEHEHHUsSI O3TUX METOJOB JIEUEHUs MPOTUBONOKa3aHo. J[lns mpenoTBpallleHuss HACTYIUICHUS
HeXeJlaTeIbHONM OepeMEeHHOCTH MAaIlMeHTKaM PEerpoIyKTHUBHOIO BO3pacTa Ieeco00pa3HO MpUMEHEHUE
3 ()EeKTUBHBIX METOIOB KOHTPALICTIIUH (CM Takke pasi. 5.4).

Ha cerogusamunii neHp wu3BecTHO, 4yTo KieTkn AKP Moryr skcmpeccupoBaTh 3CTPOTEHOBBIE
peuentopsl. KpoMe TOoro, B JOKIMHUYECKHX HCCIEIOBAHHUSIX OBLIO MOKAa3aHO, YTO 3CTPOTE€HBI MOTYT
CTUMYNIUpOBaTh mporpeccupoBanre AKP 3a cyeT mnepekpecTHBIX B3aWUMOJCHCTBHIA C CUTHAJIbHBIMU
nyTsMu  UHCynuHOTotoOHoTo (hakTopa pocta (IGF, insulin-like growth factor). B cBs3um ¢ stum
MpPEeNNOYTEeHNEe CIIeyeT OTJaBaTh HE COJEpXKAIIMM OSCTPOreHbl KOHTpPALENTHBHBIM IIpernapaTaMm H
OapbepHbIM MeToAaM KoHTpanemniuu [100, 101].

JuetoTepanus u 00e300IMBaHUE HE TPUMEHSIOTCS.

4. PeaOunauranus

- 4.1. PexoMeHyeTcss TIpoBOAUTHh peabunurtanuto nanueHToB ¢ AKP, opueHTHpysice Ha oOmue
NPUHIMIBL peadWINTAaluy MalMeHTOB TOCjie IMPOBEACHHBIX XUPYPTHMUYECKUX BMEIIATEIbCTB W/HIN
XuMHOTepanuu. PeaOunuranus MalMEeHTOB, OMNEPUPOBAHHBIX IO TMOBOAY TOPMOHAIbHO-aKTUBHOM
OMyXOJH,  JIOJDKHa  BKJIIOYAaTh  NPO(UIAKTUKY  HAJIOYEYHHKOBOW  HEJAOCTATOYHOCTH B
mocieonepaonHoM nepuose [13, 19, 24].

YpoBenb yoeautenbHOoCTH pekomMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

5. llpodpunnakruka
5.1. IpopniaaxkTuxka AKP

[lepBuunas npo¢punakruka AKP oTcyTcTBYyIOT.
Bropuunas npodunaktuka mnporpeccupoBanus AKP 3akimrouaercs B HaUIeKalleM JICUCHHU |
pEryJISIpHOM 00CIIeIOBaHUH MAI[HEHTOB B MOJHOM 00beMe (CM. pasi. 3 u 5.2).

5.2. IlocsieonepannoHHoe Ha001eHue nanueHToB ¢ AKP

5.2.1. Bcem mnammentam ¢ AKP pexomenayercs perynsipHoe oOcienoBanue, Brimovaromee (1)
BU3YAJIM3UPYIOIINE HCCIIEAOBAHUS OpPraHoB OpPIOIIHOW MOJIOCTH, MAajoro Ta3a, rpylHOM kieTku, (2)
nabopaTOpHbIE UCCIEIOBaHUS TOPMOHAIBHOM OIMyX0JIEBOM cekpeluu. B TeueHue mepBbIX 2-X JIET OT
MOMEHTA IMOCTAHOBKH JIMarHo3a Mociie PaauKaJIbHOIO XUPYPrHUECKOTo JIeYeHUs 00cieJ0BaHUEe IPOBOST
He pexe | pasza B 2-3 mecsua, nanee — He pexe 1 paza B 3-6 Mecs1eB B TeUE€HUE MOCAEAYIOIUX 3-X JIET.
[Tocne 5-tu net 6e3perunuBHOro Teuenuss AKP naTepBanbl MOryT ObITh yBenudeHsl 10 6-12 mecsues. B
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ciiyyae pacrpoctpaneHHoro/mporpeccupyromero AKP pemenne 00 OnTHMaabHOW MEPUOJMYHOCTH
oOciie[oBaHUs] PUHUMACTCS MHAWBUAYAJIbHO; KaK MpPaBUJIO, OHO MPOBOAMUTCS He pexe 1 pasa B 2-3
mecsina [1, 8, 9] (cm. takxe [Ipunoxenue b Puc 1. u Puc. 2).

VYpoBeHs yoeauTenpHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

KommenTapuii. PerynspHoe cragupoBaHue OIyX0JIEBOIO Mpoliecca B JUHAMHKE HEOOXOIUMO AJis
CBOCBPEMEHHON KOppPEKUMH JIe4eOHON TAaKTMKM U IMPOTHO3UPOBAaHUS Te4eHUsA 3a00JieBaHUS.
Omnpenenenre pacnpoCTpaHEHHOCTH OITyXO0JIEBOTIO MIPOLIECCa — BBISBIEHUS JIOKO-PETMOHAPHOIO pEUIUBa
WY OTHAJIEHHOIO MeTtacTazupoBaHus — npoBoautcs Ha ocHoBaHuM KT serkux, KT wim MPT rosnosrHoro
Mo3ra u OpromHoii moiocty, ciuaTurpaduu 1 MPT kocreit, 18D AT -ITDT/KT. [lo HacTosIero BpeMeHH
HET OMYOJMKOBAHHBIX MCCIIEOBAHNH, MOCBAIIEHHBIX ONTUMAIBHON MEPHOAMYHOCTH 00CIIeI0BaHUS TIPU
AKP. B cBsizu ¢ 3TUM peKOMEHJAIlMM OCHOBaHbI Ha MHEHUHW S3KcnepToB EBpomeiickoro oOriecTBa
suaokpuHooroB (European Society of Endocrinology) mu ENSAT.

Bcem mnanuentam ¢ AKP mnoka3zaHo perynspHoe MpoBeJeHHE JIaOOpPaTOPHBIX TECTOB IS
OTpeNIeJICHUsI TOPMOHAJIBHON OIYyXOJIEBOM CEKpEeIMH, UTO CIHOCOOCTBYET paHHEMY BBISBICHUIO
peryauBa/mporpeccupoBanus 3aboneBaHus. OueBUIHO, YTO OMOXMMHUYECKOH OLIEHKE, B MEPBYIO
ouepeib, MOJUIEkKAT CTEPOUJHBIE TOPMOHBI W/WIM METAa0OIMTHI, KOTOpPbIE MPHCYTCTBOBAJIU BO BpEMs
JMarHOCTUKH HCXOJHOW omyxojiu. TemM He MeHee, psj IKCHEPTOB IEJIecO00pa3HO OIEHUBATh BECh
CTEPOMJIHBIM CHEKTp KOpbl HAANOYEYHUKOB, TaKk Kak Hekotopsle AKP moryr ¢ TedyeHnem BpemeHU
U3MEHSTh QYHKIIMOHATIBHYIO aKTHBHOCTD [9].

5.2.2. Bcem nanuentam ¢ AKP, nosyyaronum Tepanuio MUTOTaHOM ™ *, peKOMEHyeTCsl peryssipHoe
omlpenesieHue KOHIICHTpAIllMu MUTOTaHa** B kpoBH. lleneBoil nuama3oH KOHIICHTpAllMd MHUTOTaHa** B
kpoBwu cocrasister 14-20 mxr/mut [8, 83, 102, 103] (cm. Taxke [punoxenne A3).

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 4

KommenTapuii. Y3kuii TepaneBTHYECKUN Auana3oH MHUTOTaHa™* 00yclIoBIMBaeT HEOOXOIMMOCTh
PErYISIpHOTO MOHUTOPHUPOBAHMS €r0 KOHIIEHTPALlMH B I1a3Me KpoBu. OnpeeseHrne ypoBHsSI MUTOTaHa™ *
B IUIa3M€ ONTHUMAaJIbHO MPOBOJMWTH B YTPEHHHE Yachl yepes3, Mo KpailHed Mmepe, 12 4acoB OT MOMEHTa
MOCJIETHETO €To MpuemMa.

Ha crapre unu npu Bo30OHOBJICHUH TEpaUud MUTOTAHOM™**, O TeX Mop, MOKa ero KOHIEHTpaIus
HE JIOCTUTJIA 1IeJIEBOT0 YPOBHS > 14 MKr/mil, clieAyeT MpoBOAUTH MOHUTOPUPOBaHUE He pexe 1 pa3aB 3-4
HEJeNnu; B JaJbHEWIIEM TOcie JOCTIKEHUS W CTa0WIBHOTO COXPAHEHUS TepareBTUYECKOM
KOHLIEHTPALIMK B KPOBH JIOCTaTOUYHO U3MEPSATh YPOBEHb MUTOTaHa™** B ma3zme Kaxkapie 4-12 Henenb.

Ha crapre nnu npu BO30OHOBJICHUH T€pai MUTOTAaHOM**, 10 TeX MOp, MOKa ero KOHIEHTpalus <
14 Mkr/mi, neiaecooOpa3HO MPOBOIUTH MOCTEHNEHHYIO ACKANALMI0 CYTOYHOM J103bI MPH HOPMAaJbHOU
MEPEHOCUMOCTU JI0 JOCTHXKCHHsI TEparneBTHUECKOro auamnaszoHa. [Ipu monbope onTHUMalbHOM O3B
MUTOTaHa** HEOOXOAWMO YYUTHIBATh OCOOEHHOCTU €ro (apMaKOKMHETHKH, B YACTHOCTH, BBICOKYIO
TUNO(QUIBHOCTD, 00YCIOBIUBAIOIIYIO JICTIOHUPOBAHUE B KUPOBOM TKaHW U MENJICHHOE BBICBOOOXKICHUE
B KpOBb B JIaJIbHEHIIIEM.

BonpmMHCTBO NAlMEHTOB OTMEYAET T€ WM UHBIE TOO0YHBIE APPEKThl MUTOTaHA™*, BHIPAXKEHHOCTD
KOTOPBIX KOPPEIHPYET, KaK MPaBUIIO, C €ro KOHIEHTPAIUeH B KPOBH (CM. Takke pasi. 3.2.2 u Tabi. 6).
Tem He MeHee, HEKOTOPBIE MKEIYyIOYHO-KHIIEUYHbIe MoOOuHble 3(dekThl (Takue Kak auapes), Mo-
BUJIUMOMY, B OOJIbIIIEH CTENIEHN KOPPETUPYIOT C IEPOPATHHON TO3UPOBKOM, YEM C YPOBHEM B IIIa3Me, U
BCTpeuaroTcs yaile B Havane sedeHus [8, 83, 83, 102, 103]. HexenarenbHble SBICHHUS] HEBPOJIOTUYECKOTO
XapakTepa 4allle BO3HUKAIOT MpU MpeBbIIeHNH KoHIeHTparwu 20 mkr/miu [76-78]. [loatomy MHOTHE
AKCIEPTHl PEKOMEHAYIOT MOJJAEPKUBATh KOHIEHTpAnuio B miaazMe Hmke 20 Mkr/mia. OgHaKo ecTb
JAHHBIE O TOM, 4TO OoJiee BBICOKHME YPOBHH MUTOTaHa™* B IIa3mMe Takke MOTYT OBITh CBSI3aHBI ¢ Oosee
BBICOKOU 3P PeKTUBHOCTHIO. Kpome TOro, HEKOTOpHIE MAlMEHThl HE HCHBITHIBAIOT COOTBETCTBYIOIIMX
HeXKellaTeNbHBIX SABJIICHUH Ja)ke TIPU YPOBHSX B TUIa3Me 3HAUUTEIBHO BhITe 20 MKT/MIL.

- 5.2.3. Bcem nalnueHTaMm ¢ AKP, IoJIy4aromum TEpaIunro MI/ITOTaHOM**, PEKOMEHIYETCA
peryisipHOC OGCJ‘ICI[OB&HI/IC Ha IIPEAMET HEKEIATCIbHBIX HBHCHHﬁ, N CBOCBPEMEHHOEC UX JICYHCHUC [76-
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YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTeNbCTB — 4

Kommenrapuii. [loMrUMO HaAIOYEYHUKOBOW HEIOCTATOYHOCTH JICYCHHE MHMTOTAHOM™* MOXeT
COTIPOBOXIATHCSI MHOKECTBOM MOTEHITUAIBHBIX HEXKEJIATEIbHBIX SIBJICHUH (CM. Takxke pasa. 3.2.2 u Tabi.
6). (Tabum. 2). Beem marmentam ¢ AKP, mosyJaronum Tepanuo MUTOTaHOM™® *, He00X0AUMO TIPOBOIUTH
perymnsipHoe oOcieJoBaHUE Ha MPEeaMET HeKeNnaTeNbHbIX sBiaeHui (Taou. 8). BaxkHOCTH CBOEBpEMEHHOTO
UX BBISBJICHUS U KyNMpPOBaHUs oueBuHA [9].

Tabmuma 9. OOBeM perynaspHOro oOciefoBaHus Ha (GOHE Tepanud MHUTOTaHOM™**

W3MEHEHUSIMHU |

[9, ¢

Uccnenosanne

Yacrtora 00cie10BaHUS

KommenTapun

Onpenenenrne KOHLEHTpALUU
MUTOTaHa™* B Maa3me KpoBU

1 pa3 B 3-4 wHegenu 10
IOCTHKEHUS

TEPAIeBTHYECKOTO JIMAIA30Ha;
1 pa3 B 4-12 mecsima Ha ¢oHe
IOCTIDKEHHSI W CTAOMILHOTO

COXpaHeHI/ISI KOHI_[eHTp anqnun
muToTaHa** B EJIEBOM
nYana3soHe

TepaneBTuuecKkui auana3oH
KOHIIEHTpalluu MUTOTaHa** B kpoBH 14-
20 MKr/mi

OO6uuit (KTMHUYECKU)

aHaJN3 KPOBU

1 pa3 B 3-4 Hexenu Ha cTapTte
Tepanuu, ngaiee 1 pa3 B 4-8
HEIEIb

Heo0xoaumo MOHHUTOPHUPOBAHHE
PEIKNX, HO MOTEHIHAILHO BO3MOXKHBIX
HE)KENaTeIbHBIX SBICHUH, TaKUX Kak:

oOmuii OMMpyOuH, TITFOKO03a

JICHKOTICHHS, TPOMOOITUTOTICHHUS,

aHeMHus
AHanu3 kpoBu |1 pa3 B 3-4 Henenu Ha crapte | HeoOxonumo MOHHUTOPUPOBAHKE
OMOXNMHUYECKUI Tepanuu, naiee 1 pa3 B 4-8|MOTEHIHMAIBLHO BO3MOJKHBIX
obmerepanesTuueckuii: AJIT, | Henens OCJIOXKHEHUII  0oT  OEeCCHMIITOMHOTO
ACT, ITTII, memouHas noBbIIIeHUs: TpaHcamuuas u/uinu ['TTII
tdocdarasa, KpeaTHHUH, pi (e} ayTOMMMYHHOTO/TOKCHYECKOTO
MOYEBHHA, KaJIWH, HATPUH, renatuuta (MOBBIIMICHUE TEYEHOYHBIX
XJopuAbl, oOmmi  OeJoK, dbepmenToB Oosiee SN MOBBIMIAET PHUCK

MOPaKEHUS TIEYCHU U TPeOyeT OTMEHBI
MHUTOTaHa**)

AHaM3 KpOBH IO OIIEHKE
HapyleHun JIMITHTHOT'O
obMeHa OMOXHUMHYECKHI:
xoJyiectepun oo6mmii, JITIBII,
JIITHII, Tpurnuuepuast

1 pa3 B 3-4 Henenu Ha cTapTe
Tepanuu, ngainee 1 pa3 B 4-8
He/eb

Heobxoaumo MOHHUTOPUPOBAHHE
MOTEHIIUATIBHO BO3MO>KHBIX
TUNIEPXOJIECTEPUHEMUH,

JUCINIIMACMUHN, UX JICYHCHUC

Hccnenosanue ypoBHs | 1 pa3 B 4-8 Henenb Heo6xonumo MOHHUTOPHUPOBAHHUE
TUPEOTPOITHOTO rOpMOHa MOTEHLIUAIBHO BO3MOKHOTO
(TTI') B kpoBH, HccIeI0BAHNE BTOPUYHOTO THIIOTUPE03a, MPOBEACHUE
YPOBHS CBOOOJTHOTO 3aMECTUTEBHON Tepanuu
TUPOKCHHA (cB. T4) JIEBOTUPOKCUHOM HaTpHs

CBIBOPOTKH KpPOBHU

Hccnenosanue ypoBHs | 1 pa3 B 3-4 Henenu MonutopupoBanue 1a00paTOPHBIX
aZiPEHOKOPTUKOTPOITHOTO MapKepoB, JIOTIOJTHUTENIBHO
rOpMOHA B KPOBHU HCIIOJIb3YEMBIX JUIS OLICHKHU
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aJIeKBaTHOCTHU 3aMECTUTEIIBHOU
Tepanuu TJIFOKOPTUKOPTUKOUHON
HEJ0CTaTOYHOCTU
HccnenoBanue ypoBHsi| 1 pa3 B 3-6 mecsueB win 1o | MOHUTOPHpPOBaHHE  OHOXUMHUYECKOTO
peHuHa B | IOTpeOHOCTH Mapkepa, HCHOJIb3YEMOIO Hapsay ¢
kpoBu/OnpeerneHne KIIMHUYECKOW KAPTUHOW JJI BBISBJIICHUS
PEHUHOBOM AKTUBHOCTH MHUHEPAITKOPTUKOUIHON
IJ1a3Mbl KPOBU HEJ0CTaTOYHOCTU
HccnenoBanue ypoBHs |1 pa3 B 3-6 mecsueB unu 1o | BesiBieHue 1abopaTOpHBIX MapKepoB
o0IIero  TECTOCTepOHA U |MOTPEOHOCTH TUTIOTOHAIU3MA, npu HaJTUIUHI
HCCIIeIOBaHUE YpOBHS | (B aIbIOBAHTHOM PEXKHUME) KJIMHUYECKOW  KapTHHBI  IOKa3aHO
rJI00Y/IMHA,  CBS3BIBAIOIIETO pelieHre BOMpoca O 3aMECTUTENbHOM
MI0JIOBbIE TOPMOHBI, B KPOBU Tepanuu

XKenynouHo-kumeynsle mo0OuYHbIE 3G (EKThl HEpeAKH, OCOOEHHO B IEPBbIE MECALBI TEparnuu
MuToTaHOM**. TlomepKuBaromas Tepanus J0JDKHA BKIIIOYATh MPOTHBOPBOTHBIE M MPOTHUBOIMAPEIHHBIE
npemnaparsl, eciai HeoOxoaumMo. CienyeT MOMHHTB, YTO TOITHOTA/PBOTA TAKXKE MOTYT OBITh TPHU3HAKAMH
HA/IMOYEYHUKOBOW HEOCTATOYHOCTH, KOTOpast TpeOyeT He3aMeTUTEIHHOTO JieueHHs. Ba)kHO OTMETHTS,
YTO KIIFOYEBBIM (PAaKTOPOM, BIHSIONIMM Ha JOCTH)KCHHUS TEPAleBTHUECKOTO JHara3oHa MHTOTaHa** B
TUTa3Me, SIBJISIETCS HMEHHO TIEPEHOCHMOCTh TEPaITHy.

B ciiyuae pa3Butus yMepeHHBIX TOOOYHBIX 3PPEKTOB CO CTOPOHBI LIEHTPAILHON HEPBHON CHUCTEMBI
nwmu KKT nmosy mwurorana** cmemyer cHusuth Ha 0.5-1 T/CyT W NpPOBECTH COOTBETCTBYIOIIEE
CUMITOMAaTHYecKoe JiedeHue. B ciyuae cepbe3HbIX, HO HE JKU3HEYTOpOXKaIOIMIMX MOO0YHBIX 3(PEeKTOB co
cropousl [IHC wmnm m00BIX KU3HEYTPOXKAOIMKUX TOO0YHBIX A(P(HEKTOB W/WIM TOBBIIMICHUS YPOBHS
(dbepmenTOB TIeueHu > B 5 pas, kpome ['T'TII, HeoOX0aMMO BpEeMEHHO MPEKPATUTh MIPUEM MHUTOTaHa™* u
MIPOBECTH COOTBETCTBYIOIIEE CHMIITOMAaTHYECKOe JiedeHue. Bo3oOHOBIEHWME mNpuemMa MHUTOTaHa** B
peayuupoBanHoil no3e (50-75% ot mocnenHed 03bI) BO3MOXHO IOCJIE KyNMUPOBAaHUS MOOOYHBIX
3¢ dEeKTOB MO CTPOTHM KOHTPOJIEM COCTOSIHUS MaIlMEHTA.

Ha ¢one npuema murtoraHa*™* BO3MOXHO pa3BUTHE KIMHUYECKOW KapTHUHBI LEHTPaIbHOIO
TUTIOTUPEO3a, B CBsI3W C 4eM HeoOxoammo peryisipHoe onpeneneHue TTI, T4 cB. m mpoBeneHue
3aMeCTUTEIbHON Tepanuu JIEBOTUPOKCUHOM HATPUA™* 110 MOKa3aHUIM.

Ouenka ypoBHed TecrtoctepoHa u ['CIIT B nuHamuke, a Takke MpPU Pa3BUTHU KIMHAYECKOMN
KapTUHBI TUIIOTOHAM3MA, SBJISETCS OMpPaBAAHHON y MYXKYHMH, MOJTYYalOIIUX Tepanuio MUTOTaHOM™**. B
cllydae CHUMIITOMATHKM THUIIOTOHAJAM3Ma B COYETAHUH CO CHIDKEHHEM TECTOCTEpOHa HE0O0XOAUMO
pPaccMOTPETh BOMIPOC 3aMECTUTENBHOM Tepanui.

SIMYHUKOBBIN CTEpOMJIOTEHE3, KaK M JKEHCKas penpoAyKTUBHAas (YHKUHSA, B IEJIOM, MeEHee
MOBEPKEHBl BIUSHUIO MHUTOTaHA**. OIHAKO y JKEHIIMH PEMpOAYKTUBHOTO BO3pacTa, MOIYYaroNInX
MUTOTaH™*, MOTYT HAOJIOIATHCSI MHOKECTBEHHBIEC KUCTHI SIMYHUKOB.

l'unepxonecTepuHeMus] WA TUCIUIIAIEMHUS SBISIOTCS YaCTHIMU HEXENaTeIbHBIMU SBICHUSIMU
Tepanmuu  MHTOTaHOM™*. [WnmonumuaemMuveckas Tepamusi C UINOIb30BaHMEM cTatuHoM, HE
Metabommsupyembix CYP3A4), pekoMmeHIoBaHa MalMeHTaM, MOJIYyYalOIIUM MHUTOTaH**, ¢ ydeToM
MPOTHO3a, KApJMOBACKYIISIPHBIX PUCKOB H T.II.

PexoMeHaim no 3aMecTUTENLHOM Tepanuu cM. Takke B [Ipunoxenun A3.

5.3. IIporuos
- 5.3.1. JIns OLIEHKH MPOTHO3a U ONPEIETCHHUS ONTHMAIBHOIO JICYeOHOTO alropuTMa Ha MOMEHT

IMOCTAHOBKHU OHWArHo3a pCeKOMCHAYCTCS YUYUTBIBATHL CJICAYHOIIUC q)aKTOpLIZ cragus 3a60JIeBaHI/I}I,
pe3eKL[HOHHBIf/'I CTaTyC, UHACKC K167, ABTOHOMHaAsA CCKpCIUs KOPTHU30Jia U 06IJ_ICC COCTOSHHE ITallMCHTA
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[107-112, 123, 124].

YpoBenb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTeNbCTB — 4

Kommentapuii. IIpornoz AKP, B ocHOBHOM, 3aBHCUT OT cTaauu 3abosneBanus no ENSAT, Tak kak
OHa OTpakaeT PacCHpPOCTPAHEHHOCTh OIyXOJIEBOIO Ipolecca: S-IeTHSs BbDKMBaeMoCTh npu | cragum
cocrasiser 70-80%, mpu Il cramuu — 60-70%, mpu 111 — 20-40%, mpu IV — 0-10% cOOTBETCTBEHHO.
OO6masi, HEepaH)XMpPOBAaHHASI MO CTAAUSM, TMATHICTHSISI BBIKUBAEMOCTh KoJiebmercs ot 16 mo 38%.
Menuana o01iei BekuBaeMocTH ripu [V craaun — menee 12 mecsies [104-106].

[To pesympratam psima uccnemoBanmii [107-112], pe3ekunOHHBIA CTAaTyC W TNPOJUQEpaTHBHBIHN
nHjekc Ki67 ObLIM OTHECEHBI K BKHBIM IPOTHOCTHYCCKUM (akTopaM. [Ipu pacnpocTpaneHHBIX Gopmax
3aboneBanus (O6onee 40% manMEeHTOB Ha MOMEHT IE€PBHYHOW JMATHOCTHKH) 3HAYUTEIHHOE
OTPHIIATEIILHOE BIMSIHUE HAa CPOKH BEDKUBAHHS OKA3bIBACT CHHIIPOM runepkopTuimsma. Hakoner, odmiee
COCTOSIHME TIallMeHTa SIBISETCS OYEBHIHBIM MPOTHOCTUYECKAM (PAKTOPOM, OCOOCHHO B TMOXKHIIOM
Bo3pacre [112].

B 2015 r. rpynnoit ENSAT npoBeaeH peTpoCleKTHBHBIN aHAIN3 MPOTHOCTHUYECKON 3HAYMMOCTH
unnekca Ki67 npu AKP [123]. OTnensHO aHaIM3UpOBAIM HEMEIKYIO TPYIIY OT OCTaJIbHOW Kak 0oJiee
romorennyto. Kpurnueckue 3Hauenus unaexca Ki67 opumm npusstst ot 5 10 10%, 10-20% u 6osiee 20%.
Kak oOmias, Tak 1 Oe3penuanBHAs BBDKHBAEMOCTh JJOCTOBEPHO OTJIMYAJIHMCH KaK B TEPMAHCKOH, TaK U B
o01eli Tpyrmme nNpu MpoBeAeHUN 0JHO(AKTOPHOTO U MHOTO(AKTOPHOTO aHaM3a. B 3TOM mccienoBaHuu
JIPYTUMH  JIOCTOBEPHBIMH TMPOTHOCTUYECKUMHU (DakTopaMu OKaszajiuch pa3Mep OIYyXOJHM W HWHBA3HS
BEHO3HBIX CTpYKTyp. Ha ocHoBanumm dyero Obumi chopmupoBaHbl TpymIbl pucka: ¢ uHIekcoM Ki67
6ombiie 10% u Oonbie 20%, Hanuyue BEHO3HONW MHBA3UU UIIHM pa3Mep omyxoJiu 15-20 cM nmpupaBHSIIHCDH
K TPEThEU IPpyNIe PUCKA.

Mexnaynapoanoe uccinenoBanue uHaekca Ki67 B 101 ciyuae AKP ¢ momompio TpaaulimOHHOTO
METOo/1a MOoJCYeTa, B TOM YHCIIE — MEPECMOTP HECKOJBKHUMH CHEIHAIMCTaMH, a TaKKe ¢ MPUMEHEHHEM
MeTo/1a HM(POBOTo aHaNKM3a N300paXKEHUM, TOKa3aJI0, YTO UMEETCsl pa3dpoc pe3yabTaTOB, U OHU 3aBUCAT
OT MeTO/1a. ABTOPHI MIPHUIILINA K BBIBOAY, YTO MpH mojcyere uHaekca Ki6b7 ¢ nmpuMenerneMm mudpoBoro
aHaJIM3a M300pa)KeHHW, TPYMNIbl MAalMEeHTOB cO 3HaueHueM HHuekca kak 0-10-20%, taxk u 0-15-30%
JOCTOBEPHO OTJIMYAIUCH IO MPOTHO3Y, KOT/Ia aHAIM3HPOBAIH OOIIYI0 BEDKHBAEMOCTh [124].

IIpu pacnpoctpanenHom AKP (IV cramus mo ENSAT, onpenensieMas 1Mo HaJIMYUIO OTIAICHHBIX
METacTa30B, W/WIU peluauB 3a00JIeBaHUs, HE MOJUISKAIINI XUpypruueckoMy jedeHuto B ooreme RO,
u/unn R2-pe3eKIMOHHBIA CTaTyC) OCHOBHBIMU MPOTHOCTUYECKUMH (PaKTOPaMU, CBSI3AHHBIMH C XYIIINM
IIPOTHO30M, SIBIIIIOTCS PACHpPOCTPAHEHHOCTh OIYXOJH, BBICOKHM mposndepatuBHbii nnHaexc Ki67 u
IJI0XO KOHTPOJIMpYyeMasi OIyX0JieBasi CAMITOMATHKA.

- 5.3.2. B xozme OMHAMHYECKOTO HAOMIOJCHUS PEKOMEHIYETCSl IepecMaTpuBaTh IPOTHO3 IPH
Ka)XZI0OM KOHTPOJBHOM BHU3UTE JUIS ONPEICICHUS ONTHMAIIBHOM TaKTHKH Jieuenus. [1, 8, 9]

VYpoBeHs yoeauTesnbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

[Tocne mpoBeneHMsT pPAAUKAIBHOTO XHPYPIHYECKOTO JICYEHUS TJIABHBIM IPOTHOCTUYECKUM
¢bakropoM siBiseTCS (aKT pelHIMBa OMyXOJH. B ciydae ero BOZHMKHOBEHHS NMPOTHOCTHYECKYIO POJIb
UTPalOT  BpeMs 70  TPOrPECCUPOBAHUS,  PACIPOCTPAHEHHOCTh  OIYXOJEBOTO  Mpolecca |
pEe3eKTabeNbHOCTD.

ITpu meracratnueckom AKP, cnekTp mporHoctuueckux (hakTOpoB BKIIOUAET MpoH(epaTuBHBIN
uHaekc Ki67, pacnpocTpaHEHHOCTh OIyXOJIEBOTO Tpoliecca, O0Illee COCTOSIHUE MalMeHTa, JUHAMHKY
IIPOrPECCUPOBAHUS, OTBET Ha JICUCHHE.

BaxHO OTMETHTH, YTO OIEHKa 3THX (PAKTOPOB B COBOKYMHOCTH MO3BOJISIET CHENaTh JIUIIb
IIpeBapUTENIbHbIE BBIBOJIbI; TPOTHOCTUYECKHE MHOTO(AaKTOPHBIE CUCTEMBI 1O HACTOSIIETO0 BPEMEHU He
pa3paboTaHbl.
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5.4. AKP u OepeMeHHOCTH

- 5.4.1. Ilpu BBISIBIEHHUH OIyXOJM C BBICOKMM 3JIOKQYECTBEHHBIM IIOTEHIHMAJIOM BO BpeMs
O0epeMEeHHOCTH, PEKOMEHIyeTCS TPOBEICHHE XHPYPTUYECKOTO JICUCHHs] B KpaT4alline CPOKH, BHE
3aBUCHMOCTH OT TpuMecTpa Oepemennoctu [114, 115].

YpoBeHb yoeautensHOCTH pekoMeHaanuii — C, ypoBeHb JJOCTOBEPHOCTH J0KA3aTeNIbCTB — 4

KomMMeHTapuii. YuuThiBasi BaXXHOCTb OBICTPOTO U PaJUKAIbHOIO XUPYPrUYECKOTO JICUEHUS s
nanpHeiero nporuosa npu AKP, onepaTuBHOe neueHne HEOOXOAUMO MPOBECTU B KpaTdailliue CpoKu
OT TIIOCTAaHOBKHM JMarHo3a U HE3aBUCHUMO OT cpoka OepemeHHoOcTH. [Ipu 3TOM mpexieBpeMEeHHbIE POJIb
(0coOEHHO B TpPETbEM TPUMECTPE) U MOTEPs OEPEMEHHOCTH SIBIISIOTCS OYECBHIHBIMU XUPYPIHUECKHUMH
puckamu. OueBHUIHO, YTO peuieHHe 00 ONTUMAIbHOM TaKTUKE JeueHUs OepeMEHHON MalueHTKU C
BBICOKOBEpOSITHbIM  auarHo3oM ~ AKP  nommkHO ~ OBITh  KOJUIETHQIBHBIM, C  y4acTHEM
MYJIbTUAUCIUILIMHAPHON KOMaH Ibl. OHO JOJKHO YYUTHIBaTh NMPOTHO3 3a00JIEBaHMS U PUCK Ui MaTepu
U IUIOJA B CBSI3M C OCHOBHBIM 3a00JI€BAaHMEM U MHTEPBEHLIMOHHBIMU Ipolenypamu. [lannenTka gomkHa
ObITh MH(GOPMHUPOBAHA O BO3MOJKHBIX PUCKAX M TMPEUMYIIECTBAX XUPYPTHUECKOTO JICYCHHS BO BpEMs
OepeMEeHHOCTH U JI0JKHA IPUHAThH ydacThe B UH(POPMUPOBAHHOM OOCYXKACHHUH.

Ha ceroansiminuii 1eHb HET yO€IUTENbHBIX JaHHBIX OTHOCHUTEIBHO 0€30MacCHOCTH U ONTUMAJIbHBIX
cpokoB HactymuieHus: 6epemeHHoCTH TTpu AKP. BaxkHO OTMETHTB, YTO OCHOBHO MPOOIEMOil SBIISIETCS B
nenomM HeOmaronpusTHbIA mporHo3 npu AKP, a Takke BEpOsSITHOCTH TOTO, YTO OEPEMEHHOCTh MOXKET
YBEIIMUUTHh PUCK peruanBa. MIMeroTcss orpaHndyeHHble JaHHble 0 ToM, 4To AKP, BBISBIICHHBIN BO BpeMs
OepeMEeHHOCTH WK B MOCJIEPOIOBOM NEPUOJE, UMEET XYIIINNA POrHO3, YeM y HEOepEeMEeHHbIX KEHIINH
[113]. Bbuta BeIIBUHYTA THIIOTE3a O TOM, YTO OEPEMEHHOCTh MOKET CIIOCOOCTBOBATh Pa3BHTHIO OoJiee
arpeccusHoro Bapumanta AKP. B 1o xe Bpems Pauline de Corbiere u coast. [114-119] He BHIABMIH
HEraTUBHOTO BIUSHUS OEpeMEHHOCTHM Ha KiIMHUYeckoe TeueHue U mporHo3 AKP y mnanmeHTok,
MPEBAPUTENHHO MOJYYMBIIUX Hajiexaniee jJedyeHne AKP. OrpaHndeHusiMH UCCIEAOBAHUS SIBISIOTCS
Manbeiii oO0beM BbIOOpKH (17 mamueHToK, 21 OEpEeMEHHOCTb) W PETPOCIEKTHUBHBIN JU3aiiH, HE
MO3BOJISIFOIIMIA 00€CTIEYUTh TOCTaTOUHYIO TOCTOBEPHOCTb.

B cBs3u ¢ kpaitHumM aedunMToM aoka3zareapbHOM 0a3el mo mpobieme OepemenHoctn U AKP
He0o0X0IMMO MHQOPMHUPOBATH MAIMEHTOK O 3HAauYMTeIbHOM pucke peuunua AKP 6one3nu B mepsbie
roJibl IOCJE IOCTAHOBKHM JHarHo3a, a Takke O BO3MOxHOM rmporpeccupoBanun AKP nHa ¢done
OCpEeMEHHOCTH.

- 5.4.2. Hacryruenue 6epeMeHHOCTH Ha (DOHE Teparnui MUTOTAaHOM** mpoTrBookasaso [9].

VYpoBeHs yoeauTenbHOCTH pekoMeHnaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTENbCTB — 5

Kommenrapuii. IIpobnema mnpumeHeHUss MHUTOTaHa** BO BpeMs OEpeMEHHOCTH CBs3aHa C
NOTEHIMAIbHBIMU  TE€PATOTEHHBIMM 3G ¢EeKTaMH, KOTOpble MOIYT OBITh  OOYCIIOBJEHBI  €ro
IIPOHUKHOBEHUEM Yepe3 IUIALCHTY U aJpeHONUTHYeCKUM 3¢ddexkrom Ha 1uoa. Ha ceronHsimHuil 1eHb
ONyOJIMKOBaHbl EIUHUYHBIE COOOIIEHUS O ClydasX OEpeMEeHHOCTH MpU MpUeMe MHUTOTaHa™**.
dakTUyeckoe OTCYTCTBHE JOKa3aTeJbHOM 0a3bl HE MO3BOJSET ClielaTh OKOHYATENbHbIE BBIBOJBI O
0€30IIaCHOCTH JIEYEHHUS MHUTOTaHOM™** BO BpeMsi OEpeMEHHOCTH WM CBA3aHHBIX C HHMM pPHUCKax.
[TanrenTka, nogydaroniasi MUTOTaH™**, MoJKHA ObITh MPOMH(POPMHUPOBaHA 00 ITUX PUCKAX U 00ECTIEUUTh
3pPEKTUBHYIO KOHTPALETILIHUIO.

PaccmoTpenue Bompoca 0 NMIaHUPOBAaHUM OEPEMEHHOCTH BO3MOXKHO TOJIBKO MOCJE MpPEeKpalleHus
Teparuyd MUTOTAHOM™* M CHIDKEHHs €ro KOHIEHTPAallUUM B KPOBH JI0 HEONpeAeIsieMbIX 3HaueHuil (310
MOXET 3aHATh 3-12 MecsIIeB).

B ciiyuae HacTymiieHust GEpeMEHHOCTH BO BpeMs Tepalnuyd MUTOTAaHOM™* MalMeHTKa JOJDKHA OBbITh
MH(GOPMHUPOBAHA O BO3MOXKHBIX PUCKaX Ui IUIOJA, CBS3aHHBIX C MPUEMOM MHUTOTaHa™*, M BO3MOKHBIX
puckax mporpeccupoBanuss AKP Ha ¢done ormeHsl muroTraHa**. B ciyuae, eciu MamMeHTKa >KeJaeT
COXPaHUTh OEPEMEHHOCTb, JICUCHHE MUTOTAaHOM** clieryeT mpekpatuts [9].
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Opraﬂnsauuﬂ OKa3aHUS MeIUIMHCKOI MOMOIIH

MemunuHckass IOMOLIb, 3a MCKIYEHUEM MEIULMHCKOM IIOMOIIM B paMKaX KIMHUYECKOU
anpoOaruu, B COOTBETCTBUU ¢ (emepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pexn. ot 25.05.2019)
"O6 ocHOBax oxpaHbl 310pOBbs TpaxaaH B Poccuiickoit @enepauun’, opraHuzyercs U 0Ka3bIBaeTCs:

1) B COOTBETCTBHM C TOJOXEHHEM 00 OpPraHM3aIMK OKa3aHHsS MEIUIIMHCKOW MOMOIIU IO BHIAM
MEIMLMHCKOW IOMOINM, KOTOPOE YTBEPXKIACTCA  YIIOJTHOMOYEHHBIM  (pefiepaibHBIM  OPraHOM
HCIIOJIHUTENIBHOM BIIACTH;

2) B COOTBETCTBHHU C MOPSAKOM OKa3aHUs MMOMOIIH 10 Mpodmito "oHKOJIOTH", 003aTeNbHBIM IS
WCMOJIHEHUS Ha Tepputopun Poccuiickoin denepanuy BCeMU MEIULIMHCKUMH OpPraHU3alUsIMH;

3) Ha OCHOBE HACTOSIIHNX KIMHUYECKUX PEKOMEHIAITUH;

4) c y4eToM CTaHJapTOB MEIUIIMHCKOW IMMOMOIIH, YTBEPKIEHHBIX YIIOJHOMOYEHHbIM (peepaabHbIM
OpraHoM MCHOJHHUTEIbHOU BIACTH.

[lepBuuHas cneruau3upoOBaHHAS MEIMKO-CaHUTapHAs TOMOIIb OKa3bIBAETCSl BpAYOM-OHKOJIOTOM U
WHBIMH BpayaMU-CIIEIIMATNCTaMHU B IGHTPE aMOyIaTOPHOM OHKOJIOTUYECKON TOMOIIU JTUOO B MEPBUYHOM
OHKOJIOTHYECKOM KaOWHETEe, TEPBUYHOM OHKOJIOTHYECKOM OTIIEICHUH, MOJUKINHUYECKOM OTICICHUN
OHKOJIOTHYECKOTO ACTIaHCepa.

[Ipu mog03peHN WM BHISBJICHHH Yy MAIIMEHTa OHKOJIOTHYECKOTO 3a00JIeBaHUS BpayH-TEPAICBTHI,
Bpayu-TEPANEBTHl YYaCTKOBBIE, Bpaud OOMICH MpakTHKKA (CEeMEWHbIe BpadH), BpPaYH-CIICIIHAINUCTHI,
CpeHUEe MEIUITMHCKHE pa0OTHUKU B YCTAHOBJICHHOM TOPSIKE HAMPABIISIOT MAlUEHTa Ha KOHCYIbTAIIUIO
B IIEHTp aMOyJaTOPHOW OHKOJOTHYECKOW TOMOIIMM JIMOO B TIEPBUYHBIA OHKOJIOTHYECKHUN KaOWHET,
MIEPBUYHOE OHKOJIOTHYECKOE OTAEJIECHUE MEIMIIMHCKOM OpraHu3alu JUisl OKa3aHWs €My IEepBUYHOMN
CIIELMATM3UPOBAHHON MEUKO-CAaHUTAPHON TTOMOIITH.

Koncynpramuss B 1EeHTpe aMOymaTOpHON OHKOJOTHYECKOW TIMOMOIMM JUOO B TIEPBUYHOM
OHKOJIOTUYECKOM KaOWHeTe, NEPBUYHOM OHKOJIOTMYECKOM OTIEICHUH MEIUIIMHCKOW OpraHu3aluu
J0JKHA OBITH MpPOBEACHA HE Mo3aHee S5 pabouux THEH ¢ JAaThl BbIJAUM HANpaBICHHUS Ha KOHCYJIbTALHUIO.
Bpau-onkonor meHTpa amMOyJaTOpPHOW OHKOJIOTMYECKOW TMOMOIMM (B Clydae OTCYTCTBHS IIEHTpa
aMOyJIaTOPHON OHKOJIOTMYECKON MOMOIIU BPay-OHKOJIOT MEPBUYHOIO OHKOJOTHYECKOr0 KaOMHETa WU
MEPBUYHOTO OHKOJIOTUYECKOTO OTJEJNCHUS) OpraHu3yeT B3ATHE OHONCHWHOTO (ONEepaloOHHOTO)
MaTepuaia, a TaKkKe OpraHU3yeT BbITIOJIHEHUE WHBIX JMAarHOCTUYECKHX HCCJIEI0BAaHUN, HEOOXOIUMBIX
JUIsl YCTAHOBJIEHUsI JIMAarHo3a, BKIIOYAs PACIPOCTPAHEHHOCTh OHKOJOTMYECKOIO Mpolecca U CTaJUI0
3a00J1€BaHMUs.

B cnydae HEBO3MOXKHOCTH B3STHSI B MEAMIIMHCKON OpPraHU3allid, B COCTABE KOTOPOUM OPraHu30BaH
LIEHTp aMOylIaTOpHOW OHKOJOTMYECKOW MOMOIIM (TEPBUYHBIN OHKOJIOTMYECKUN KaOMHET, MEpBHUYHOE
OHKOJIOTUYECKOE OTHEeJeHHE), OUONCHIHOTO (ONEpallMOHHOTO) MaTepuana, MPOBEACHUS HHBIX
JUAarHOCTHUYECKUX MCCIIEIOBAHMI MAllMEHT HaIpaBseTCs JI€YalllUM BpadyOM B OHKOJOTMYECKUU
JUCHAHCEP WIM B MEAMIMHCKYIO OPraHM3alio, OKa3bIBAIOIIYI) MEIUIMHCKYIO MOMOLIb MAalUEeHTaM C
OHKOJIOTUYECKUMU 3a00JIeBaHUSIMHU.

CpoOK BBIIOJHEHHSI TATOJIOT0-aHATOMUYECKUX UCCIEAOBaHUM, HEOOXOUMBIX Ul TUCTOJIOTUYECKOM
Bepu(UKallUU 3JI0KaYeCTBEHHOTO HOBOOOPA30BaHHUs, HE JOJDKEH MpeBbIaTh 15 pabounx gHEH ¢ AaThbl
MOCTYIUIEHUsT OMOINCHUUWHOTO  (OTMEepalMOHHOTO) MaTepuaja B  MATOJOr0-aHATOMUYECKoe Oropo
(otnenenue).

[Tpu noxo3peHuu u (WIK) BBISIBICHUH Y MAIIMEHTa OHKOJIOTUYECKOTO 3a00JIeBaHUS B XOJI€ OKa3aHUs
€My CKOpOM MEIMIIMHCKOW MOMOIIM TAaKUX MAlMEHTOB NEPEBOAAT WM HAINpPABISAIOT B MEIULMHCKHE
OpraHMu3aIuy, OKa3bIBAIOIINE MEAUIIMHCKYIO MTOMOIIb MallMeHTaM C OHKOJIOTHYECKUMH 3a00JI€BaHUSAMU,
JUIS OTIpEeNIeHUs] TAKTHKU BEACHUA M HEOOXOIUMOCTH MPUMEHEHHUS NOTOJHUTENBHO IPYTUX METOJOB
CHEIUATU3UPOBAHHOTO MTPOTUBOOITYXOJIEBOTO JICUCHHUS.

Bpau-oHkoyor mneHTpa aMOylTaTOpPHOW OHKOJOTHYECKOW MOMOIIHU (MIEPBUYHOTO OHKOJIOTHYECKOTO
KaOWHEeTa, TEePBUYHOTO OHKOJOTHYECKOTO OTJENICHHsI) HAMpaBiseT IMalueHTa B OHKOJOTHYECKUI
JUCHAHCEp WM B MEAMIMHCKUE OPraHU3allMH, OKA3bIBAIOLIME MEIUIMHCKYIO MOMOIIb MAlMeHTaM C
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OHKOJIOTHYECKUMHU 3a00JI€BaHUSMU, I YTOUYHEHHUs UarHo3a (B cliydae HEBO3MOXKHOCTH YCTAaHOBJICHUS
JMAarHo3a, BKI0Yasl pacipoCTPaHEHHOCTh OHKOJIOTUYECKOTO MpoIlecca U CTaauio 3a00eBaHus, BpauyoM-
OHKOJIOTOM IIEHTpa aMOyJIaTOPHOW OHKOJIOTUYECKOU IMOMOIIH, IIEPBUYHOTO OHKOJIOTUYECKOTO KabuHeTa
WU TIEPBUYHOTO OHKOJIOTMYECKOTO OTAENEHUS) M OKa3aHUsS CIEeHUATU3UPOBAHHOM, B TOM YHCIIE
BBICOKOTEXHOJIOTUYHOM, MEIUIIMHCKOW MOMOIIH.

Cpoxk Hauajna OKa3aHHUSl CHECHUATM3UPOBAHHOM, 3a MCKIIOYECHHEM BBICOKOTEXHOJOTUYHOM,
MEJIMIIMHCKOM MMOMOIIIM MAIlMEHTaM C OHKOJIOTHYECKUMHU 3a00JI€BaHUSMH B MEIUIIMHCKON OpraHu3aii,
OKa3bIBAIOIIEH MEIMIIMHCKYIO MOMOIIb MAaIlMeHTaM C OHKOJIOTHUYECKUMH 3a00JI€BaHUAMH, HE JOJKCH
MpeBBINIATh 14 KaJeHAApHBIX JHEW C JaThl THUCTOJOTHYECKOH BepH(PHKAIUN 3JI0KAYSCTBCHHOTO
HOBOOOpa3oBaHus Wi 14 KaleHAAPHBIX IHEH C JaThl YCTAHOBJICHHS IPEABAPUTEIHHOTO TUArHO3a
3JI0KQY€CTBEHHOTO0 HOBOOOpa30BaHUs (B Clydyae OTCYTCTBUS MEIUIIMHCKUX TOKA3aHWM JJI MPOBEICHUS
[1aTOJIOT0-aHATOMUYECKUX MCCIIEI0BAHNUN B aMOYJIaTOPHBIX YCIOBUSX).

Crneunanu3upoBaHHasi, B TOM YHCJI€ BBICOKOTEXHOJOTUYHAS, MEIUIIMHCKAs TTOMOIIb OKa3bIBAETCA
BpayaMHU-OHKOJIOTaMH, BpadaMU-paJuOTEparieBTaMd B  OHKOJOTHYECKOM JUCHAHCEpEe WM B
MEJUIIMHCKUX OPraHu3allriaX, OKa3bIBAOIIMX MEIUITMHCKYIO MOMOIIh MAIlUEHTaM C OHKOJIOTHYECKHUMHU
3a00JI€BaHUSIMM,  UMEIONIUX  JIMIEH3WIO, HEOOXOJMMYI0O  MaTepualbHO-TEXHHUYECKYI0  0a3y,
cepTH(UIIMPOBAHHBIX CHEIUATNCTOB, B CTAI[MOHAPHBIX YCIOBUSX M YCIOBUSX JHEBHOTO CTallMOHApa U
BKJIFOYAET B ce0s MPO(HIaKTHKY, MUAarHOCTHKY, JIEYCHUE OHKOJIOTHYECKUX 3a00JIEBaHHMA, TPEOYIOMMNX
WCTIOJIb30BAHUSI CTICIIHAIBHBIX METOJIOB M CJIOKHBIX YHUKAIBHBIX METUIIMHCKUX TEXHOJIOTHM, a TaKkKe
MEJUIIMHCKYIO peabuInTaluIo.

B MemuiuHCKOW OpraHu3anuu, OKa3bIBAIOIIEH MEIUUIMHCKYI0 TIOMOIIb MalUeHTaM ¢
OHKOJIOTHYECKUMHU 3a00JICBAaHUSIMU, TAKTUKA METUIIMHCKOTO 00CIIEIOBAHUS U JICUCHUSI YCTAaHABIUBACTCSA
KOHCHUJIMYMOM Bpauei-OHKOJOIOB M Bpaueh-paguoTepaneBTOB, C MPUBJICUEHUEM IPU HEOOXOIUMOCTH
IpYruX  Bpadei-creruanucToB. PemieHne KoHCWiIMyma Bpadeld  opopmiIIeTcss  MPOTOKOJIOM,
MOJNUCHIBAETCS yYaCTHUKAMHM KOHCWJIMYMa Bpayeil M BHOCUTCA B MEIULMHCKYIO JIOKYMEHTALHUIO
MalHeHTA.

[Tokazanusa [ rocnuTagu3aldd B KPYIJIOCYTOYHBIM WM JHEBHOW CTalMOHApP MEIUIIMHCKOU
OpraHu3aliy, OKAa3blBAIOLIEH CHENUAIN3UPOBAHHYHO, B TOM YHCJIE BBICOKOTEXHOJOTHUYHYIO,
MEJUIIMHCKYIO MTOMOIIb M0 MPOQuiIt0 "OHKOJIOTHUS", ONPEeNa0TCS KOHCUIMYMOM Bpaueii-OHKOJIOTOB U
Bpaueli-painoTepaneBToB, ¢ MIPUBJICYCHUEM ITPU HEOOXOIMMOCTH JIPYTUX Bpayeil-ClelHaTIucTOB.

[TokazanueM Juisi rOCOUTAIM3AUUN B MEAUIIMHCKYIO OPraHU3ALMI0 B SKCTPEHHOW MJIM HEOTJIOKHOMN
dbopme aBsETCS:

1) HanmuuMe OCJIOXHEHHM OHKOJOrMYecKoro 3aloJieBaHUs, TPeOyIOIIMX OKa3aHUA eMy
CHEIHATM3UPOBAHHON MEIUIIMHCKON TTOMOIIIU B SKCTPEHHOHN U HEOTIIOKHOM popme;

2) HalmM4yMe OCJOXKHEHHH JiedeHHs (XUpypruyeckoe BMEIIATEeIbCTBO, Jy4deBas Teparws,
JIeKapCTBEHHAsl Tepanus U T.J.) OHKOJOTHYECKOTO 3a00JIeBaHHUS.

IToxa3zaHuem JJisl rOCIIMTAINU3AlMH B MCIUIIMHCKYIO OpraHu3anuiro B IUIAaHOBOM (1)0pMe SABJIICTCA:

1) HCO6XOI[I/IMOCTB BBIINIOJIHCHUS CJIOKHBIX HHTCPBCHIHMOHHBIX AWAIHOCTHYCCKHUX MCIUIMUMHCKHUX
BMCIIATCIIbCTB, Tpe6YIOH_II/IX nociaeaAyromero Ha6J'IIO,Z[eHI/I$I B YCJIIOBUAX KPYIJTIOCYTOYHOI'O MJIM THEBHOI'O
CcTalloHapa,

2) HaJIU4YHUe MOKa3aHUuM K CIICHUAJIM3UPOBAHHOMY IIPOTHBOOITYXOJICBOMY JICHCHUIO (XI/Ipypl"I/ILIeCKOG
BMCHIATCIILCTBO, JIYYCBasd TCpaIllvd, B TOM YUCIIC KOHTAaKTHAas, JUCTAHIOUOHHAA U APYI'U€ BUJbI queBOﬁ
TEpalru, JICKApCTBCHHAA TEpalunusa U ,I[p.), Tpe6y10LueMy Ha6J'IIO,[[eHI/I$I B YCJIOBHUAX KPYTJIOCYTOYHOI'O HUJIN
AHCBHOI'O CTallMOHApa.

Iloxa3anueM K BBIIIHCKE namycHTa U3 MeﬂHHHHCKOﬁ OpraHHu3alu ABJISICTCA:

1) 3aBCPIICHUEC KypcCa JICUCHUA, WK OJHOI'O M3 ITAIlOB OKa3aHU:A CHCL[I/IaJII/I3I/Ip0BaHHOI>'I, B TOM
qHicile BBICOKOTEXHOJIOTMYHOM MCILHHHHCKOﬁ IIOMOIIIH, B YCIOBHUAX KPYIJIOCYTOYHOI'O HJIM AHCBHOIO
CTalluOHapa IMpH YCIOBUAX OTCYTCTBUA OCJIOKHEHUH JICUCHMU, Tpe6yIOIJ_II/IX MCHHKaMCHTO3HOﬁ
KOPPECKIUH /A MCIUIHUHCKUX BMCIIATCIILCTB B CTAIMOHAPHBIX YCIIOBUAX,
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2) OTKa3 MaluCHTa WKW €TI0 3aKOHHOI'0 MNpCACTAaBUTCIIA OT CHCHHaJII/ISI/IPOBaHHOfI, B TOM 4YUCIIC
BBICOKOTEXHOJIOTMYHOMI MGI[HHHHCKOﬁ moMomu B YCIOBHUAX KPYIVIOCYTOYHOI'O WM JHCBHOI'O
CTallMOHApa,  YCTAHOBJICHHOW  KOHCHJIMYMOM  MEAWIIMHCKOW  OpraHu3aliy,  OKa3bIBaIOIICH
OHKOJIOTHYECKYIO IOMOIIb IMPU YCIOBHUH OTCYTCTBHS OCJIOXHEHHA OCHOBHOTO 3a00JICBaHHS W/ HITU
JICUCHHUA, Tpe6y10111Hx MCHHKaMeHTOBHOﬁ KOPPECKIUU I/I/I/IJII/I MCIUIIMHCKUX BMCIIATCIIBCTB B
CTallMOHAPHBIX YCIIOBHUAX;

3) HEoOXOAMMOCTh TMEpPEeBOJA TAIMEeHTa B JPYr'yl0 MEAWIMHCKYI0 OpPraHU3aluio 0
COOTBETCTBYIOIIEMY MPODUITIO OKa3aHUS METUITUHCKONU TOMOIIIH.

3akmoYeHne 0  1enecooOpa3sHOCTH TepeBoja MalMeHTa B NPOQHIBHYI0 METUIMHCKYIO
OPraHM3aLUI0 OCYLIECTBIISETCA TIIOCJIE IPEABAPUTENBHON KOHCYABTAMM MO IPEIOCTaBICHHBIM
MCIUIIUHCKUM OOKYMCHTAaM /Ui OpeaABapUTCIIbHOTO OCMOTpa IMalMCHTa BpadaMu CICHUaAIUCTaMU
MEIUIIMHCKOW OpraHu3aIiy, B KOTOPYIO TUTAHUPYETCS MEPEBO/I.

6. I_IOHOJIHI/ITCIIBHaH P[H(l)OpMaIII/Iﬂ, BJIMSIOIIAS HA TedeHHe U UCX0/1 3a001eBaHus

®dakTopsbl, BiUstoMKe Ha TeueHne u ucxoa AKP, Bkirodaror crneayromue:

1. PacnpocTpaHEHHOCTh OITyXOJIEBOTO MPOIIECCa;

2. Jlokanuzaius METacCTaTHYECKHUX 0Yaros;

3. buonoruueckne 0COGEHHOCTH OITYXOJIU;

4. Pa3BUTHE HEXKENIATEIbHBIX SBJIICHUN ITPU IPUEME MPENAPATOB Il IPOTUBOOITYXOJIEBON TEPAMHH.

Kputepun oueHKH KayecTBa MeIUIMHCKOH MOMOIIA

OneHka

N Kpurtepuu xauectpa
BBITIOJTHCHHSI

Brmmomneno KT ¢ KOHTpacTHBIM YCWJICHHEM OpraHOB OpIOIIHOW mosocty, |Ja/Her
OTIpENIeNIeHbl TUIOTHOCTh TKAHEBOTO KOMIIOHEHTa JI0 KOHTPaCTUPOBAHUS
(HaTUBHAs), IUNIOTHOCTh B TKAHEBYIO (ha3y KOHTPACTUPOBAHUS (apTepuUanbHas U
BeHO3Has (assi),

IUIOTHOCTh B OTCpOYeHHYIO (depe3 10 MuH. mociie BBeIeHHs KOHTpacTa) dasy
KOHTpacTupoBaHus ((aza BBIMBIBAHHUS ).

2. Bemmomneno 18®/I-IIDT/KT kak omamH w3 mnapameTpoB kimHuueckoi | Jla/Her
BepU(UKaLlMU 3]I0KaYeCTBEHHOTO MOTEHIIMAlIa OIyX0Jid, onpeaeneH SUV

3. Boimonnena couHTHrpadgus KocTei Bcero Tena npu nogo3peHuu Ha | a/Het
MeTacTaTHYeCKOe MOPaKeHNEe KOCTEH cKeneTa

4. B cnysae HeBo3moxxHoctu mpoBeneHus KT ¢ konTpactHbiM ycuienueM | [la/Her
BbInosiHeHo MPT opranoB OpromHOM NOJOCTH U 3a0pIOIIMHHOTO IPOCTPAHCTBA

5. BrinosiHeHo ompeneneHue KOpTU30Jia B paHHUE yTpeHHHE uackl Ha Qone | Ja/Het
nojamjstomero Tecta ¢ 1 Mr  gekcamerazoHa. llpu  orcyrctBumM
(U3MOJOTMYECKOTO  TOJABIEHHUS  YpPOBHS ~ KOpPTH30Jla B KauyecTBE
MOATBEPIKIA0ILIET0 TecTa BhinoaHeHo onpeaenenue AKTI' B yrpeHHue yachl.

6. BeinmonHeHo ompeneneHune ypoBHeH MertaHedppuHa U HopmeraHedpuHa B|Jla/Her
CYTOYHOM MOYE UJIH TIa3MeE.

7. BeinonHeHo ompeseneHHe COOTHOLIEHHS MEXIy YypoBHeM anpiaoctepoHa U |Jla/Her
aKTUBHOCTBIO ~ PEHMHAa  IJIa3Mbl I MCKJIIOUYEHUS  IEPBUYHOIO
TUIEPaIbJA0CTEPOHU3MA [IPY HAIMYMM Y MALMEHTa C OIMYXOJbI0 HAAIIOYEUYHUKA
apTepHaIbHOM TMIIEPTEH3HH.
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BhITIOJIHEHO KOMITJIEKCHOE OTPEICIICHHE KOHIIEHTPAIIUU CTEPOUIHBIX TOPMOHOB
oTpeseNieHue CTEPOUIHBIX TOPMOHOB CBIBOPOTKH KPOBH:
JETUPOIMHAHIPOCTEPOHA  CYIb(aTaaeruIposnuanapoCcTepoH-cynbdar, 17-
TUAPOKCHUIIPOTECTEPOHA, aHAPOCTEHANOHA, O0IIEro TecTocTepoHa (y *KEHIIUH),
ob1mero sctpamuoina 17-P -scrpammon (y MyxunH 1 skeHIMuH B MeHomayse), 11-
Ne30KCUKOPTUKOCTEPOHA JIE30KCHKOPTU3O0JT

Ja/Her

[IpoBeneHo cragupoBanue omyxoseBoro mnpoiecca mo TNM u ENSAT

Ja/Her

10.

BriOpaH 1 BBITIOJTHEH ONTUMANIBHBINA 00BEM OTIEPaTUBHOTO BMEIIATEIhCTBA

Ha/Her

11.

[Ipn nammuun AKP u runepkoptunmM3mMa B HOCIEONEPALMOHHOM IEpUOJIE
IMPOBCACHA 3aMCCTUTCIIbHAA TCPaAIInd HaI[HOqeqHI/IKOBOﬁ HEJOCTAaTOYHOCTH

Ja/Her

12.

Brinosineno [aTOJIOT0-aHaTOMUYECKOE UCCIIeZIOBaHHE OMOTICUITHOTO
(omepallMOHHOTO),  BKJIOYash  MMMYHOTHCTOXMMHUYECKOE  HCCIIEIOBaHHE.
[IpoTokos coaepKUT, KaK MUHUMYM, CIEAYIOUIYI0 MH(GOPMALIMIO: KOJINYECTBO
6asutoB 1o mkane Weiss WM HHOM 11kaje OalsIbHOM OLIEHKH 3JI0KaY€CTBEHHOTO
MOTEeHIIMAaJIa OIyX0JId, nposmdepatuBHbIi nHACKC Ki67, pe3eKunoHHbIN cTaTyc
(MHBa3Ms KaICYNbl OMYXOJHU, W/HIN OKPYKAIOIIMX TKAaHEH, W/WIN MpUsIeKaliux
OpraHOB WJM €€ OTCYTCTBHE), HaJIMuue WJId OTCYTCTBHE MOPAKEHUS
TUM(paTHIECKHUX y3JI0B

Ja/Het

13.

IIpoBeneHO reHeTHUeCKoe KOHCYIbTHPOBAHUE; MAIEHTaM JETCKOTo BO3pacTa
BBITIOJTHEHO MOJIEKYJIIPHO-TEHETHYECKOE HcciieoBanne rena TP 53

Ja/Het

14.

[Tanmentam ¢ BepudummMpoBaHHBIM TaTtoMopdosoruuecku auarnozom AKP
MIPOBOJUTCS T€pANKsi MUTOTAHOM ** B aIbIOBAHTHOM PEKUME

Ja/Het

15.

[Tanmenram ¢ HeomepabensHbiM  AKP, Hamuumem pacmpocTpaHEHHOTO
METacTaTHUYECKOTO Ipoliecca Mocie Pe3eKIUH MePBUYHON OMyX0Jid, ObICTPHIM
MporpeccupoBaHueM 3aboseBaHMsl NPOBOAUTCA XUMHOTepanus Ha ¢oHe
MPOIOJDKAIOIIETOCS pUeMa MUTOTaHa** eKeTHEBHO B J103€, 00eCTICUnBaIONIEH
€ro coJiep>kaHue B CBIBOPOTKE KpOBH Ha ypoBHEe 14-20 mkr/am 06e3 mepepbiBa
MEXAY [UKIAMH XUMHOTEpaIu

Ja/Het

16.

Bcem mamuenTaMm, mMOdy4YaloomMUM —TEpPanydi® MHUTOTAaHOM™*,  TIPOBOIUTCS
3aMECTUTENIbHAS Tepanus HaJINOYeYHUKOBOM HEAOCTaTOYHOCTH. B ciydae
TUTIEPKOPTHUIIM3MA HEOOXOJAMMOCTh IPOBEACHHUSI 3aMECTUTEIIbHON Teparuu
J0JDKHA 00CY)K1aThCsl MHAUBUYaTIbHO.

Ja/Her

17.

[Tanmentam ¢ kocTHeiMH Mectactazamu AKP mpoBoauTcsi aHTHpEe30pOTHBHAS
tepanus u/wm JJIT

Ja/Her

18.

C namMeHTKaMH PernpoIyKTUBHOTO BO3pacTa IPOBEICHA pPa3bICHUTEIbHAS
Oecena o npoobieme 6epemennoctd 1 AKP

Ja/Het

19.

ITaruenTkam PEIIPOAYKTUBHOTO BO3pacTa, MOoJIy4aronum TCpaIno
MHTOTAaHOM™*  w/uan OUTOTOKCUYCCKYHO XHUMHOTCpAIINIO, PCKOMCHIOBAHbI
ONTUMAJIBHBIC METOAbI KOHTPpAalCIIIUH

Ja/Her

20.

Bcem nmannentam ¢ AKP npoBoautes perynspHoe oOciiejoBaHie, BKIIIOYAOLIEe
(1) Bu3yanusupymoume HcciaeOBaHUS OPraHOB OpPIOIIHOM MOJIOCTH, MaJloro
Tasza, TpyIHOW KiIeTKH, (2) mnabopaTopHbIe HCCIEAOBAHUS TOPMOHAIBHON
OIIyXOJIEBOU CEKPELIUU

Ja/Her

21.

Bcem nanueHTaM, MNOJy4YarlUuM  TCPaInio MI/ITOTaHOM**, MMPpOBOJUTCA
PEryiisipHoC ONpCACIICHUE €0 KOHICHTPAIIUN B KPOBH C KOppCKHHCf/'I CyTOqHOﬁ
A03bI 110 IIOKa3aHUAM.

Ja/Her
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22. |Bcem mamMeHTaMm, TMOJY4YalOIIMM Tepamuio MuTtoTaHom**, mpoBoautcs | Jla/Her
peryasipHoe oOcieOoBaHHME Ha MpPEIMET HEXENATeNbHBIX SBICHUH, U
CBOEBPEMEHHOE UX JICUCHHE

23. |Bcem manmentam ¢ AKP Ha ocHoOBaHWM pe3ynbTaToB jauHamudeckoro | Jla/Her
HaOJIO/ICHUS ¥ 00CIICIOBAHUS POBOIUTCS HEOOXOMMAast KOPPEKIIHSI JICUCHUS
IJIaHA JAJIbHENIIEro BEACHUS
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[Tpunoxenue Al
Cocras padoueii rpynnbl

Menbanuenko ['anmba AdanackeBHa, 1.M.H., mpodeccop, akagemuk PAH, 3amecturens qupekropa
Hentpa — Hupextop Muctutyra kimHudecko sHipokpunosiorun OI'BY "HMUL supoxpunomorun"
Munzpasa Poccun

AnexceeB bopuc fkoBieBud, 1.M.H., mpodeccop, 3aMeCTUTENb FeHEPaIbHOIO AUPEKTOpa M0 HayKe
OI'bY "HMMUL pagunonorun" Munszapasa Poccun

benpuesuu Jmutpuii I'epmaHoBHY, O.M.H., mpodeccop, InaBHbIM HaydHbll coTpyaHuk PI'BY
"HMMUL] snnoxpunonorun" Munznpasa Poccun

Crumunun MBan CokparoBud, A.M.H., npodeccop, akagemuk PAH, Jupexrop ®I'BY "HMUI]
onkoJsiorun uMm. H.H. brnoxuna" Munsapasa Poccun

I'opOGynoBa Bepa AnapeeBHa, 1.M.H., ipodeccop, Beaymuid HaydHbii coTpyauk OI'BY "HMUIL]
onkosioruu um. H.H. boxuna" Mun3sapasa Poccun

Kysnenor Huxonaii CepreeBuu, a.M.H., mpodeccop, 3aBenywommuii otaenom xupyprun OI'BY
"HMMUL suioxpuHonorun" Munszapasa Poccun

boxsn Baran IOpukoBuy, 1.M.H., 3aBeAyIOIINI XUpyprudeckuMm otneneHueM N 2 (IUarHOCTHKH
onyxouieir) ®I'BY "HMMUI] orkosnorun um. H.H. bioxuna" Munszapasa Poccun

Komomeiiniesa AnnnHa AHnipeeBHa, K.M.H., 3aBEIYIOLIUIMA JTHEBHBLIM CTallMOHAPOM
[Momuknuanyeckoro otaenenus MHUOU um. T1.A. T'epuena — puman ®I'BY "HMMUIL pagunonorun"
Munznpasa Poccun

Kyko Huxomaii BrnagumMupoBud, K.M.H., OIEHT Kadeapsl OHKOJOTHH, T€MATOJIOTUHA U JIy9€BOM
tepaniuu ®I'bOY BO PHUMY wum. H.M. IluporoBa Mun3apaBa Poccuu, pyKOBOIUTENb OTAEIA
ONTHUMU3AINH JICUCHHUS TTOJPOCTKOB M MOJIOACKH C OHKOJIoTHUecKuMH 3aboneBanusimu OI'BY "HMUI]
JAI'ON um. Imutpust Porauesa" Munsznpasa Poccuu

PocisixoBa AHHa AuekcaHlipoBHa, HayuHblii cotpyanuk PI'BY "HMMUI] supokpunonsoruun"
Munznpasa Poccuun

HeBonbckux Anekceit AjnekceeBud, 1.M.H., 3aMECTUTEIb TUpeKTopa 1o yeueoHorr MPHIL um. A.®.
p16a — punmuan ®I'BY "HMMUI paguonorun" Munsapasa Poccun

NBano Cepreit AnatosibeBu4, 1.M.H., npodeccop PAH, mupekrop MPHII um. A.®. Ilpi6a —
¢bunnan OI'BY "HMMUL paagunonoruun" Munsapasa Poccun

XainoBa JKanna BrnaaumupoBHa, K.M.H., 3aMECTUTENIb JUPEKTOpa IO OpPraHU3alHMOHHO-
Meroaunyeckoir padore MPHIL um. A.®. Ipiba — ¢unuan OI'BY "HMUL] paauonorun" Munznpasa
Poccun.

I'eBopksan Turpan ['arukxoBuu, 3amectutens aupekropa HUW KOP OI'bBY OI'BY "HMUIL]
onkoJiornu uM. H.H. bioxuna" Munsznpasa Poccuun

KoHdnukT nuntepecos:
ABTODBI ACKIAPUPYIOT OTCYTCTBUE KOH(MINKTA HHTEPECOB.
ITpunoxxenne A2
MeTtonosorusi pa3padoTKu KIMHHYECKUX PeKOMeHaluii

Hpe;[naraeMHe KIIMHUYCCKUC PCKOMCHOAIIUU, Ha HACTOSIIMI MOMCHT, SBJIAKOTCA OCHOBHBIM
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COTJIACHTENBHBIM JIOKYMEHTOM, PEryJIUPYIOIIUM TOJIOKECHUS MPAKTHUUYECKOHN JEATENbHOCTH Bpadel mpu
AKP.

Hacrosimue Knuandeckne peKOMEHIAIIUU HAMPABJICHBI Ha YIIYYIIEHUE Pe3yJIbTaTOB JUATHOCTUKH U
JICYCHUS MAIMEHTOB C aJIPCHOKOPTUKATHHBIM PAKOM.

Hacrosimue Knuanueckne peKOMEHIAIMK HE pacCMAaTPUBAIOT a0COTIOTHO BCE ACIEKTHI MPOOIeMBI
¥ BO3MOJKHBIE HCKJIFOUCHUS U3 TIPABHUIL

Hacrosimue KimHMYeckne peKOMEHIAIMU HE MOTYT TapaHTHPOBATh OMPEICIICHHBIA Pe3yiIbTaT U
IIPY 3TOM OHU HE YCTAHABIIMBAIOT CTAHAAPTHI BEJICHUS TAIIMCHTOB.

Hacrosimue KnwHWueckne peKOMEHIAMKM HE TPEJHA3HAYCHBI IS JICYCHHS] KOHKPETHOTO
nanueHTa. Pemenue 00 ONTHMALHOW TaKTHKE BEACHUS KAXKJIOTO IMAIMEHTA JOJKHBI OCHOBBIBATHCS HA
pe3ynbTaTax 00CIeI0BaHMS C YU€TOM UHIMBUIYAIBHBIX 00CTOSTEIHCTB.

Penxocts AKP oOycnoBnuBaeT OOBEKTHBHBIE TPYIHOCTH H3-32 OTCYTCTBUS IPOCIEKTHBHBIX
WCCTIEOBAaHUN JOCTATOYHOM MOIIHOCTH W JIOCTATOYHOTO OIBITa JICUEHUS JTOTO 3a00JIEBaHUS BHE
CHCIIMATM3UPOBAHHBIX YUIPESKICHUHN, KOHICHTPUPYIOIINX TAaKWX MAIMEHTOB. 3a pyOekoM B TeUeHUE
nocinequux 30-40 ser mpoBeleHbl KpPYMHbIE, KakK TIPOCIEKTUBHbIE, TaK W PETPOCHEKTHUBHBIE
WCCTIEOBaHUs, YacTh U3 KOTOPBIX BKIOUalOT B cebsa mo 500 manmentoB. K coxkanenuto, B Poccun
WcCheoBaHUN C TMOJAOOHBIM 00BEMOM BBIOOPKHM HE MPOBOAWIOCH. B CBs3M ¢ 3TUM, HacTosIne
Knuanueckne pexkoMeHIalMu B OCHOBHOM OTHPAIOTCS Ha 3apyOekHYIO [OKa3aTelbHYIO 0a3zy u
YYHUTBIBAIOT IKCIIEPTHOE MHEHUE 3apyOeKHBIX UCCIIEAOBATEIICH.

B OCHOBY KIMHHYECKHX PEKOMEHIANNA TOJIOKEHBI CYIIECTBYIONNE KOHCEHCYCH W KIMHUYCCKHE
pekomermanun: (1) Knaccudukanus Becemupnoit Opranmszanuu 3npaBooxpanenuss (WHO) omyxonei
SHIOKPUHHOW cuctembl, 4-¢ m3ganue, 2017 rox; (2) KnuHnueckne peKOMEHIAMH 1O AMATHOCTHUKE U
JICYCHUIO aIPCHOKOPTHKAILHOTO paka EBpomneiickoro obmiectBa sHAokpuHOJI0roB (European Society of
Endocrinology), coBmectHo ¢ EBpomeiickum 0O0IIECTBOM MO HM3YYEHHUIO OMYXOJIeH HAAIMOYCHHHKOB
(European Network for the Study of Adrenal Tumors), 2018 rox; (3) Knuandeckue pexomeHIaIuu 1o
JIMarHOCTUKE W JICYEHUIO aJPEHOKOPTHUKAIBbHOrO paka, 2015 rom — a TakkKe OTEUYECTBEHHbIE U
3apyOeKHbIC HaydHbIE Pa0OTHI IO JAaHHOU MPOOJIeMaTHKE.

Metopl, UCHONB30BaHHBIE [UIs cOOpa/ceNieKIuH JO0Ka3aTeNbCTB: MPOBOAMJCS TIOUCK B
ANIEKTPOHHBIX 0a3ax MaHHBIX IO KIIOYEBBIM cioBaM, cBsizaHHBIM ¢ AKP u cooTBercTByrommmu
pazzeniaMy KIMHUYECKUX PEKOMEHAIuii; MPOBOIMIACh OI[EHKA KayecTBa U PEJIEBAHTHOCTH HaWJICHHBIX
HMCTOYHUKOB.

Onucanue METOA0B, UCHOJIb30BAaHHBIX IJIs1 cOOpa/celeKuu A0Ka3aTeNlbCTB: JoKa3aTelbHOI 0a3oi
JUI peKOMEHJAlMN ABISAIOTCA MyOnukanuu, Bomenmme B KoxpaHoBckyro O0uOianoTeKy, 0a3bl JaHHBIX
EMBASE u MEDLINE, e-library. 'myouna moucka cocrasisuia o 40 ner.

MeTtoabl, HCTIOIb30BAHHBbIE [IJIS1 OLIEHKU YPOBHEI 10CTOBEPHOCTH 10KA3aTe/IbCTB:

- KOHCGHCYC OKCIICPTOB;
- OI_[eHKa 3HAYUMOCTH B COOTBCTCTBHUU C YPOBHAMHU JOKA3aTCIIbHOCTHU.

B cBa3u ¢ opdanHOCTBIO 3a00jieBaHMsI M OTCYTCTBHEM IIPOCIEKTUBHBIX HCCIIEI0BaHHUN
JOCTaTOYHOM MOIIHOCTH PsJl PEKOMEHJALMHA XapaKTEpU3yeTCsl HU3KMM YPOBHEM JIOKA3aTEIbHOCTH I10
(bopMaIbHOMY ITPU3HAKY.

Tabmuuma 11. Illkanma omeHKM ypoBHEH JOCTOBEpHOCTH aokazarenbeTB (Y/J) mist meronoB
JMArHOCTHKH (JMarHOCTHYECKUX BMEIIATEIBCTB)

Y PacmudpoBka

1 CucremaTnieckue O630pBI HCCIEeNOBaHUM C KOHTPOJIEM pe(bepeHCHLIM METOJ0OM HIJIM
CHCTEMaTHUUYECKHUI 0630p PaHAOMU3HUPOBAHHBIX KIMHHUYCCKUX HCCIIeNOBaHUH C MMPUMCHCHUCM
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METaaHaJIM3a

2 OtnenbHBICE UCCIENOBAHUS C KOHTPOJEM pedepeHCHBIM METOJOM WJIH OTHCIbHBIC
paHIOMU3UPOBAHHBIE KIMHUYECKUE UCCIICIOBAHHS M CUCTEMATHYECKUE 0030phI UCCIIEAOBAHNUN
M000T0 JU3aifHa, 3a HCKIIIOYEHHEM PaHIOMU3MPOBAHHBIX KIMHUYECKUX HCCIEAOBaHUM, C
MIPUMEHEHHEM MeTaaHaIn3a

3 HccnemoBanus 6e3 mocinea0BaTeIbHOTO KOHTPOJII pehepeHCHBIM METOAO0M HIIM HCCIICTOBAHUS
C pe(bepeHCHI)IM MCTOAOM, HC SABJIAIOMIMMCA HC3aBHUCHMBIM OT HCCICAYEMOI'0O MCTOJa, HIIN
HCPpaHAOMHU3HUPOBAHHBIC CPaBHHUTCIIBbHBLIC HCCIICAOBaHUA, B TOM qucJe KOIrOpTHBIC

HCCIIEI0OBaHUSA
4 He cpaBHUTENBHBIE UCCIIEI0BAHUS, ONTUCAHNE KIIMHUYECKOTO CITydast
5 Nwmeercs nuis 000CHOBaHME MEXaHU3Ma JEHCTBHS UM MHEHHUE DKCIIEPTOB

Tabmuma 12. Illkama omeHKW ypoBHEW [IOCTOBEpHOCTH pAokazarenscTB (YJ]) nmns meromos
NpOQUIAKTUKY, JIEYEHHs] W peadbunuTtaiuuu (MpOoQPMIAKTUUYECKUX, JIEYEOHBbIX, peaOUINTAIIMOHHBIX
BMEIIATENIbCTB)

YA Pacummdposka

1 Cucrematnueckuii 0630p PKU ¢ npuMenennem metraananusa

2 Otnenpapie  PKM m  cuctrematmdeckue 0030pbl  HMCCIEAOBaHWM JIFOOOTO jJM3aiiHa, 3a
nckirouennem PKH, ¢ npuMeHennem Meraanainsa

3 HepannomusnpoBaHHbIE CpaBHUTENBHBIE UCCIIE0BAHMS, B T.4. KOTOPTHBIE UCCIIE0OBAHUS

4 HecpaBHuTenbHble MCCIEIOBAHUSA, ONMCAHUE KIMHUYECKOTO Cilydass WM CEpPUM CIIy4yaes,

HcclieoBaHus "'ciy4ai-KOHTPOJIb"

5 Nmeercst numb 00OCHOBaHHME MEXaHM3Ma JICWCTBHS BMEIIATENbCTBA  (JIOKIMHUYECKHE
WCCIe0BaHUs) MUK MHEHHE SKCTIEPTOB

Tabmuma 13. Ilkanma oneHkw ypoBHeH yOemuTenbHOCTH pekoMeHnanuii (YYP) mis metomos
NpO(GHIAKTUKK, JUATHOCTHKH, JICUCHUs M peabmiautanuu (IpoQpUIaKTHUYECKUX, JIHArHOCTHYCCKHX,
JIe4eOHBIX, peadMIMTAIIMIOHHBIX BMEIIATEILCTB)

YVYP Pacmudposka

A CunpHas pekoMeHganus (Bce paccMmaTrpuBaeMble KpuTepuu 3(G(HEKTUBHOCTH (HUCXOIbI)
SIBIISIFOTCSL BOKHBIMH, BCE MCCIICJOBAHUS WUMEIOT BBICOKOE HIIM YIOBJICTBOPUTEIBHOE
METOJIOJIOTHYECKOE KayeCTBO, MX BBIBOJbI 110 HMHTEPECYIONIMM HCXOJaM SBJISFOTCS
COTJIACOBAHHBIMH )

B VYcnoBHas pekoMeHganus (HE BCE paccMaTpUBaeMble KpUTEpPUH APPEKTUBHOCTH
(ucxompl) SABIAIOTCA BaXHBIMHU, HE BCE UCCIEAOBAHUA HUMEIOT BBICOKOE WIIU
yIOBJIETBOPUTEIILHOE  METOJIOJIOTUYECKOE  KayecTBO  W/WIM  MX  BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAaHHBIMHU )

C Cnabas PEKOMCHAAUA (OTCYTCTBI/IC JA0Ka3aTCJIbCTB HAJICKAIICTO KadycCTBa (BCG
paccMaTpuBaACMBbIC KPUTCPUU B(b(beKTI/IBHOCTI/I (I/ICXO)IBI) ABIAKOTCA HCBAXHBIMH, BCC
HCCICOJOBaHUA HWMCKOT HHU3KOC MCTOJOJIOTHYCCKOC Kad€CTBO MW HMX BbIBOJABI IIO
HUHTCPCCYOIIUM HUCXOAaM HEC SBJIAIOTCA COFHaCOBaHHLIMI/I)

MeTO,Z[LI, HUCIIOJB30BAHHBIC JJIA (I)OpMy.III/IpOBaHI/IH peKOMeH,Z[aLII/Iﬁ — KOHCCHCYC OKCIICPTOB.
OKOHOMUYECKHI aHaJIn3: aHaJInu3 CTOMMOCTH HC IIPpOBOANJICAH n Hy6J'II/IKaI_II/II/I 18(0)
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(bapMaKOBKOHOMI/IKC HC aHAJIM3UPOBAIUCEH.

MeToabl BATUAU3ANMH peKOMeHHaHHﬁ:

- BHemHsAs dKCnepTHas OLEHKa
- BHyTpeHHss1 3KCIIEpTHAsI OLICHKA

Onucanue MeToaa BaJduaAN3alUHA peKOMeHI[aIIHﬁ

Hacrosmue pexkoMeHmanuMyu B IPEIBAPUTEIBHONM BEPCUM PELEH3UPOBAHbl HE3aBUCUMBIMHU
JKCIIEpTaMH, KOTOPBIE MOMPOCHIM INPOKOMMEHTUPOBATh, IPEXKIE BCETO, HACKOJIBKO HHTEpIpETanus
JI0Ka3aTelIbCTB, JIEKAIINX B OCHOBE PEKOMEHIAINII, TOCTYITHA JUIsl TOHUMaHUS.

KoMMeHTapuu, noiydyeHHbIE OT SKCIEPTOB, TUIATEIBHO CHCTEMATHU3UPOBAINCH U OOCYXKIAINCH
npejceaareneM U wieHamu pabodeil rpymmbl. Kakaplii mMyHKT oOCyXAajacs U BHOCUMBIE B pe3ysibTaTe
9TOTO M3MEHEHUS B PEKOMEHIAIMU PETUCTPUPOBAIMCH. EciM ke W3MEHEHUs HE BHOCWINCH, TO
PErucTpUPOBAIUCH TPUYMHBI OTKA3a OT BHECEHUSI N3MEHEHHUH.

JI71s1 OKOHYATENbHOM pelaKIIMKM U KOHTPOJISI KAYECTBA PEKOMEH AU TOBTOPHO MPOAHAIU3UPOBAHBI
yjieHaMu pabouel TPYIIbl, KOTOpble MPHILIM K 3aKIOYEHHI0, YTO BCE 3aMEYaHHs U KOMMEHTapuu
9KCIEPTOB MPUHATHI BO BHMMaHHE, PUCK CHCTEMAaTHYECKUX OIIMOOK MpHU pa3pabdOTKe peKOMEHIalHi
CBEJIEH K MUHUMYMY.

[eseBast ayIMTOPUA TAHHBIX KIMHUYECKHX PEKOMEHIALMIA:

1. Bpaun-oHkoj0rH (Bpauu-Xupypru, Bpauyu-ypoJIoTH)
2. Bpauu-3HI0KpUHOJIOT U

3. Bpauu-paanorepaneBThbl

4. Bpauu-naToJIoroaHaTOMBI

5. Bpauu-TepaneBThl

6. Bpauu o01mieii nmpakTuKu

JlmarHoctuueckue ©  JedeOHbIe oONIMM B OTHOomIeHMH manueHToB ¢ AKP  TpeGyror
MYJIbTHAUCIUIUIMHAPHOTO MOAX0A.

IMopsinok 00HOBJIEHUSI KIMHUYECKUX PEKOMEH AU i

MexaHu3M OOHOBIEHHS KIMHUYECKMX PEKOMEHAALMNA MpelycMaTpUBAeT HUX CHUCTEMATHYECKYIO
aKTyallu3alliio — He PEeXKe YeM OJIMH pa3 B TPU rojia, a TaKyKe MPH MOSIBICHUN HOBBIX JAHHBIX C MO3UIUU
JI0Ka3aTeJIbHOW MEIUIMHBI TI0 BOMIPOCAaM JUArHOCTHKH, JICUCHUS, NMPOPUIAKTUKH W peaduaIuTaruu
KOHKPETHBIX 3a00JIeBaHMi, HAaIM4YUU OOOCHOBAaHHBIX JOMOJHEHUI/3aMeUaHUl K paHee YTBEPKICHHBIM
KP, Ho He yamie 1 pa3a B 6 Mecs1eB.

ITpunoxxenne A3
CBsi3aHHBIEC JOKYMEHTBI

KP400. Xponunueckuit 6osieBoii cunipoM (XBC) y B3pocibIX MaMEeHTOB, HYXIAIOLUINXCS B

PexoMeHganuu mo 3aMeCTUTEIbLHOM TEepanmuu NMpu JEYCHUU MUTOTAHOM

1. AGconmoTHas HEAOCTATOYHOCTD T'TFOKOKOPTUKOHUIOB
- FJ]IOKOKOpTI/IKOI/L[[BII C Hayaja JICYeHUs MUTOTaHOM* * AO3bI NPCBBIIAIOT CTAHAAPTHLIC!
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- T'uapoxopruzon** 50-75 mr/cyr

- OneHka aJeKBaTHOCTH 3aMECTUTENBHOM TEpanuu MPOU3BOIUTCS NO KIMHUYECKUM KPUTEPUSM,
BKJIIOYAs apTepHUaIbHOE JaBJICHUE, ITYJIbC, HATUYNE/OTCYTCTBHE aNleTUTa, TMHAMHUKY Macchl Tena. Takxke
HE00X0IMMO MTPUHUMATh BO BHUIMaHUE YPOBEHb JIEKTPOIUTOB KPOBH.

2. MuHepalKOpTUKOUHAsT HEIOCTATOYHOCTh PEryJIIPHO OLIEHUBAETCS MO YPOBHIO 3JIEKTPOJIUTOB
KPOBH, KOPPEKIHS — (PIyJpOKOPTHU3OH™*

3. T'umoroHagu3M y MYXKYMH OLICHMBAETCS I10 KIMHUYECKUM NPOSBICHUSIM (IPEKTHIIbHAS
TCHYHKIHS M THHEKOMACTHS ), TIOITBEPKAACTCS pe3yabTaTaMi TOPMOHAIBHOTO 00cIe10BaHus, Tpedyer
3aMECTUTENBHOU TEepaInU.

4. BropuuHblili runotupeo3 peryiaspHo ouenuBaercs no ypoHio TTI, T4 cB. (TTI' — HopMma,
CHIDKEeHUE cB. T4 — cHIKeH) U TpeOyeT 3aMeCTUTENbHOM Tepanui.

PexoMenganuu mo INPUMEHCHUI0 MUTOTAaHA B KAY€CTBE aabIOBaAHTHOI TEpanuu

- Hauvanpnas no3za mutotana*™* cocramisier 1 r/cyt (2 tabn/cyr). Kaxnasie 3-7 mHelt mpoBOAUTCS
noBbiieHre Ha 0.5-2 r/cyr (C y4yeToM MEepeHOCHMMOCTH) 10 103bl 4-8 r/cyt (8-16 Tabn/cyr), wiu 1o
MaKCHMAaJIbHO NEPEHOCUMOM JI03blI; IpernapaT NpUHUMAaeTCs 2-5 pas/cyT BO BpeMs €/Ibl.

- [loBbIlIeHNE 103BI PETYIUPYETCS
- IEPEHOCUMOCTBIO IIperapara;
- IOCTUTHYTOM TepaneBTHUYeCKON KoHIeHTparuei (14-20 Mkr/mi)

- OneHnBaTh YypOBeHh MUTOTAHA™* B KpOBU HEOOXOAMMO

- Kaxapie 4-8 HeJ 10 JOCTHIKEHUS IIEJICBOM 30HE,

- IpU JTOCTHMKEHUU IIEJEBOM 30HBI KaXKIble 2-3 MeC B T€YeHUE 2 JIeT, B JaJIbHEUIIEM BO3MOKHA
OIIEHKa uepe3 0oJiee JIUTEIbHbIE HHTEPBAIBI

- Kinuanyeckasi u Tonuyeckas olileHKa IpoBOAUTCS He pexe 1 pa3 B 2-3 Mecsna
- HeoOxomumo ompezeneHne ypoBHS MHUTOTaHa** B KpPOBHM IMPU BO3HUKHOBEHHUHU IOOOYHBIX
apdexToB

- [Ipu BO3HUKHOBEHHMH MTOOOYHBIX 3(PPEKTOB:

- HE3HAYUTEIILHBIX/YMEPEHHBIX — MPOJIOJDKUTH MPUEM MHUTOTAHA, MPOBOJUTH CUMIITOMATUYECKYIO
TEpaIIo;

- 3HAYUTEIBHBIX — BEPHYThCS K IMOCIEAHEH MEPEHOCHUMOM J103€, MPOBOIUTh CUMITOMATHYECKYIO
TEpaIIo;

- TSDKEJBIX — MPEKPATUTh MPUEM MUTOTaHa™*, MPOBECTH CHEUU(PUYECKOE JICYCHHE CUMIITOMOB,
3aTeM BO30OHOBUTH MUTOTaH**, HauMHAsI C MAJIBIX J103.
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IIpunoxenue b

AJII‘OpI/ITMBI BCICHUA NMallMEeHTA

[ Onyxoab pe3ekTradebHA l

—)} Anexsarnas pesexips (RO) ] ComunTenbHad (Rx) mwin

HenonHas pesexuus (R1)
Ki67<10 Ki67>10

Huskuit nn Bricoknit puck
MPOMEKY TOUHBIIT peuHanBa
PHCK peuHaNBa \

‘Ir AnpIOBaHTHAA Tepanusa v
BoamoxHO MHTOTAaHOM, BO3MOKHA MmurotaH +
MHTOTaH JIOTIONTHHTEbHAS TEPAITHA Bo3moxHO JUJIT

\ | /

—>| Kaxnapie 2-3 mecsia TonHueckas 1 1aboparopHas IHArHO CTHKA |

S

Peumana HeT l MecTHBIIT peuuans | MecTHBIIT peunanB <6 Mec. HIH
pacnpocTpaHeHHas Gpopma —
JI MecTHsIii perans > 12 mec. CM. HepeseKTalbenbHas OMmyXoib
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PucyHok 2. AJIropuTM JIe4eHUs IPH Hepe3eKTadeJbHOM Miu nporpeccupyomem AKP
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AJIropuTM JIeyeHns npu pesekradeabnom AKP
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AJITOpUTM JleueHHsl NpH Hepe3ekTadeabHOM AKP

MauneHT C BbIABNEHHOM
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ITpunoxxenne B
Nudopmanus 1Jisi NanneHTOB

Pak kopbl Ha/moYeUHUKA, WK aipeHoKopTHKaIbHbIN pak (AKP) — penkoe (opdanHoe) omyxoieBoe
3a0oJieBaHMe, XapakTepusymouleecs, Kak IpaBWJIO, IMO3JAHUM CPOKOM BBISBJICHUS U, IIpH
HECBOEBPEMEHHOM M HETIOJIHOM JIeYeHUH, HeOnaronpusTHeIM nporaozoM. AKP npumepHo B mojioBuHe
HaOJI0/IEHUIT MOKET CONPOBOXKJAThCS IOBBIIIEHHBIM BBIJICIEGHUEM B KPOBb FOPMOHOB HaJIOYEUHUKOB
[115].

AKP — onHa u3 caMmbIX peakux omyxosei denoseka. ExxeronHo BeisiBisitoT 0,5-2 cmydas AKP Ha
MWIUIHOH HaceneHus. JKeHImuHBI OojeroT B 2.5 pa3za yamie MYKYMH, CpPeIHHH BO3pacT MalUEeHTOB
cocraBiser 46 ner. B Poccun AKP Buecen B Ilepeuens penkux (opdanubix) 3aboneBanuil Mun3pasa
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P®.

IIpuuyunbl paseutus AKP

[IpuunHbl BO3HMKHOBEHUs U nporpeccupoBanus AKP, oueBuiHO, 3aKiiouaroTcs B T€HETUYECKHX
nedexkrax. OHHM MOTYT 3aTparMBaTh HCKIIOYUTENIHHO KIETKH KOPBl HAANOYEYHHKA, W3 KOTOPBIX H
pa3BHUBaeTCs OmyxoJjb. B 3TOM ciydae 3a0oieBaHHe 3aTparuBaeT TOJIBKO CaMOro TMAalMeHTa U He
Hacnexayercs ero aetbMu. ['opasmo pexe (3-5% ot Bcex ciryqaeB AKP cpeau B3pocnbix nanuenToB) AKP
pa3BUBaeTCs M3-32 BPOKICHHBIX TI'€HETUYECKUX Je(PEKTOB, MPHUCYTCTBYIOIIMX BO BCEX KIETKax
opranuzma. B stoMm ciiydae roBopsT o paszsutu AKP B pamkax HacieacTBeHHOTo cuHupoma. Ha
cerogusmHui aeHb, AKP omumcan kak KOMIOHEHT cienyroomux cuHapoMoB: Jlu-dpaymenu, Jlunua,
MHO>KECTBEHHOM SHAOKpUMHHOM Heomnasuu 1 tumna, ['apaHepa (cemeilHBbIM aleHOMATO3HBIM MOJUIO3),
koMmiiekca Kapuu, bekButa-Baiinemana, Helipo¢ubpomato3a 1 Tuma. B ciydae, ecnm y manueHra
BosiBiecH AKP B coctaBe HacieACTBEHHOTO CHHApPOMA, HEOOXOIMMO 00cCieoBaTh €ro KpOBHBIX
POACTBEHHUKOB H, ITPEXKIE BCETO, ACTEH.

Baxxno otmeruth, uto cpeau Bcex ciaydaeB AKP B gerckom Bozpacte 80% 00ycioBiieHBI
BPO’KJICHHBIMU T€HETUYECKUMU Jle(heKTaMu, TPUBOSAIIUMHU K pa3BUTHIO cuHApoma JIu-Opaymenu.

Yerkoil cBsi3u Mexay BosHUKHOBeHHeM AKP u 00pazom KM3HM WM BHEIIHUMHU (haKTOpamu 10
HACTOSIIIIEr0 BpEMEHH He OOHAPYKEHO.

IMposiiaenuss AKP

B 50-60% cnaygyaee AKP conpoBokpaercs MOBBILIEHHOW MPOAYKIMEH TOPMOHOB KOPBI
HAMOYEYHHUKOB, & UMEHHO:

1. TITFOKOKOPTUKOUIBI (KOPTHU30JI M KOPTHU30H);

2. MUHEPAJIOKOPTUKOUBI (JIbAOCTEPOH, KOPTUKOCTEPOH U JI€30KCUKOPTUKOCTEPOH );

3. MOJIOBBIE TOPMOHBI (aHIPOTEHBI M SCTPOTEHBI ).

BonbmmHCTBO OmyxoJyielt M30JMPOBAHHO CEKpeTupyeT KopTuzod (no 60%) wim aHAporeHbl B
KoMOuHaImu ¢ koptuzoiom (30%).

KanoOpl manmueHToB ¢ ropMoHadbHO-aKTUBHBIM AKP ompenesnstorcss MOBBIICHHOW TPOIyKIHEH
COOTBETCTBYIOIIUX TOPMOHOB:

- KopTH3o0Jia (001as ciabocTh, roJOBHBIE OOJIH, OKUPEHUE, C TUIMHYHBIM OTJIOKEHHUEM >KHPOBOMU
KJIETYAaTKHU B 00JIaCTH JIMLA, IIeU, TPYAH, )KUBOTA. JIUIO MpU 3TOM BBITJISIUT OKPYTIIbIM, TYHOOOPa3HBIM.
Ha mekax mosBnsiercss mypnypHbIi pymsiHen. Pykn ¥ HOrM HAoOOpOT CTAHOBSITCS TOHKMMHU H3-3a
YMEHbILIEHUsI Macchl MbIlI. Ha KoXe MOSIBIAIOTCS YrpeBble BbICHIIAHUSA. PaHbl M MOpe3bl 3a)KUBAIOT
MeuieHHO. Bo3HukaroT 0oiM B KOCTSX M CKIOHHOCTh K MepenoMaM, OecIulofifie, MOBBIIICHHE
apTepHalIbHOTO JaBIICHUS U JIp.);

- anmpAocTepoHa (TOBBIINICHHE apTEPUATBLHOTO JAaBJICHUS, CJIa0OCTh MBI BCIEACTBUE MOTEPH
KaJus ),

- TeCTOCTepoHa (POCT HEKeNaTeNbHBIX BOJIOC Ha Tele, MOHWXEHHE TeMOpa rosoca, YBElIHueHHUe
KITUTOpA y ’KEHIIMH, MOBBIIICHNE )XUPHOCTH U HEUUCTOTA KOXKH);

- 3CTPOr€HOB (MMIIOTEHLUS, YBEIMYEHUE TPYIHBIX )KEJIe3 Y MYXKYHH, MAaTOUHbIE KPOBOTEUECHHS Y
KEHIIMH B TOCTMEHOTIAY3€).

rOpMOHaJ'ILHO'HeaKTI/IBHLIe OITyXOJIKM BCTPECYAKOTCA B 40% CJIY4acB U KOBAPHBI IIOTOMY, YTO HOJITOC
BpEMsd MOTYT HHKAK O ceOe He 3asgBIATH U B ,Z[aJ'ILHefIHIeM, npu YBCIUYCHHUH Pa3MEpPOB OIIYXOJIH,
MPOABIIATHCA 06IJ_II/IMI/I HCCHCI_II/I(I)I/I‘-IHBIMI/I CHUMIITOMaMM: ,Z[I/ICKOM(I)OpTOM Il OOJNISIMU B JKHBOTE WIIH
CIIMHC, OINYIICHUEM IICPCTIOJIHCHUA B ) KUBOTC, HAJIMIUCM 00BEMHOTO 06p3.30BaHI/I$I B 6pIOI_HHOI71 II0JIOCTH,
OonpeACIICMOro BpadyoM UJIM CaMOCTOATCIIBHO MaNUCHTOM IIPpU OLIYIIBIBAHUUW JKUBOTA.
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BrisBienue (quarnocruka) AKP

[[lnpoxoe BHEAPEHHE B KIMHUYECKYIO IIPAKTUKY METOJOB JIy4€BOM [MAarHOCTHKU, TAaKUX Kak
yabTpazBykoBoe wuccienoBanue (Y3M), xommnbrotepHas tomorpadus (KT), mMarHuTHO-pe3oHaHCHas
tomorpadust (MPT), mpuBeno K pe3KOMy VYBEJIMUYCHHUIO YHCIA CIYyYailHO BBISIBJICHHBIX OITYXOJICH
HaAno4yeyHUkoB. CiydyaliHO BBISBIIECHHAs OIyXOJb HAAMOYEUHUKA MOXKET OKa3aThCs KaK FOPMOHAJIBHO-
HEAaKTUBHOM, TaK M AaKTUBHO IMPOM3BOAUTH pa3IMYHble TOPMOHBI (CMOTPH BBIUIE); HUCXOIUTh U3
pa3IMyYHbIX YacTe HaJANO4Ye4yHHUKa, ObITh 3JI0KAaYECTBEHHOW WM JoOpokadecTBeHHOH. Cpemu Bcex
CIIy4aitHO BBISIBJICHHBIX omyxoJiei Haanoyeunuka AKP BcTpeuaercst mpumepHo B 4% ciiydaes.

IIpu nono3zpenun Ha AKP npoBoautTcs naboparopHas JUarHOCTHKA, KOTOpas 3akKIlO4aeTcs B
BBISIBJICHMM TOPMOHAQJIBHBIX HapYIIEHWH, XapaKTepHBIX s TropMoHaibHO-akTuBHOrO AKP. [lns
MOATBEP)KICHUSA/UCKIIIOUYEHUSI TOPMOHAIBHOW aKTUBHOCTH OIyXOJIM PEKOMEHJIOBAHBI CJEAYIOIIHE
METO/1bI JAOOPATOPHOM AMATHOCTUKHU:

- OIpelelieHHe KOpPTH30Jla B paHHUE YTPEHHHME dYachl Ha (POHE IMOJABIAIOLIETO TecTa ¢
JIEKCaMeTa30HOM;

- MpUd OTCYTCTBUU (U3HOJIOTMYECKOTO TIOJABJICHUS YPOBHS KOPTU30JIa — OIpEAeTIeHHe
aJPEHOKOPTUKOTPOITHOTO TOPMOHA B YTPEHHHE YaChI;

- BCEM MAaI[MEHTaM C BBIABJICHHON OIyXOJIbIO HAJANOYEYHHKA I MCKIIOYEHUS JPYrodl OMacHOU
OMyXOJH — (PEOXPOMOLIMTOMBI, TIOKA3aHO OIpeseieHre HopMeTaHehpUHAa U MeTaHe(hpUHA B CyTOUHOMU
MOYE WJIH IIJIa3M€;

- IIpM HAJIMYUMU Y IANHAEHTA C ONYXOJIbIO HAAIOYEYHHMKA APTEPUAIBHOM T'MIEPTEH3UH IOKA3aHO
ONPENIETICHUE COOTHOIIEHUS MEXJy YPOBHEM QIbJOCTEPOHA M AKTHBHOCTBIO PEHUHA IUIa3Mbl JUIS
UCKIIIOYCHMSI IEPBUYHOTO TMIIEPAIbI0CTEPOHU3MA,;

- IpU NOJO3PEHHM Ha H30JIMPOBAHHYK) MJIM COYETAHHYIO (C THIEPKOPTUIM3MOM) OILyXOJIEBYIO
TUIEPIPOYKIHIO TIOJOBBIX TOPMOHOB TIOKA3aHO ONPEAEIEHUE CTEPOUAHBIX TOPMOHOB CBIBOPOTKH KPOBU

(merumposnuaHIpoCcTepoH-CynbdaT, 17-0KCHUIPOTeCTEPOH, aHIPOCTEHIUOH, TECTOCTEPOH, 17-B -
ACTPAAMOI Y MYXYHMH U KEHIIUH B MEHOTIAY3€).

Metoasl y4eBOM AUArHOCTUKM HAa COBPEMEHHOM JTalle HMEKT BaKHEWIlee 3HA4YeHHUE JUIs
JOOTIepallMOHHOr0  noATrBepkaeHuss auarHoza AKP. W ecam  Hanuuwe nOpsMbBIX —[PU3HAKOB
3JIOKQUECTBEHHOCTH OIyXOJHM, TaKWX KaK IPOpPAacTaHWE B OKPYXKAIOLIWE OpraHbl, METACTATUYECKOE
nopaxkeHue JIUMQOY3JIOB, MEYEHH, JIETKUX, AenaeT auarHo3 AKP mpakTudecku OueBUIHBIM, TO HX
OTCYTCTBHE CTABUT 3aJauy IO BBISBICHUIO IPU3HAKOB, XapaKTEPHbIX UMEHHO JJI 3TOM OIyXOJIH.

Kommnseiorepnas tomorpadus (KT) — "3omoroit cranmapt" ydeBOW AMArHOCTUKH OITyXOJeH
HaJIIIOYEYHHUKOB.

VYnbrpazBykoBoe uccnenoBanue (Y3M) ucnonbp3dyercs JOBOJBHO YacTO B KadyecTBE MEPBUYHOTO
JUArHoCTUYeCKoro merona. Y3 odeHb XOpOILIO OMNpEeNeNseT OMyXOJib, HO, K COXaJeHHUIO, HE Bcerja
MOXXET TOYHO ONPENCIUTh MPOUCXOXKACHUE ITOH omyxond. Y3UM MokeT ObITh HCIOIB30BAHO IS
MEPBUYHOM JUArHOCTUKU ONYXOJIeW HAANOYEYHUKOB B ClIyda€ HEBO3MOXHOCTH BBIIOJHEHUS
KOMITBIOTEPHON ToMoTpaduu.

MarnutHo-pe3oHaHcHass Tomorpaduss (MPT) pexomeHnnoBaHa st TNEpPBUYHONW JAMArHOCTHKH
OIyXoJiell HaAMOYEYHHUKOB, a TAKXKE U1 UCKIIIOYEHHS METacTa3oB B royioBHOM mo3re. MPT obGnanaer
BBICOKOW UYBCTBHUTEJIBHOCTBIO B BBISIBIICHUU OITyXOJIEH HAANIOYEUYHUKOB, OLIEHKH COCTOSIHUS OIyXOJIH, B
TOM YHCJIE TOPAKEHUSA COCETHUX OpraHoB. OIHaKO TOYHOCTh JAaHHOTO METOJa noka Hixke, yem KT.

Octeocuunturpadus (CUMHTUTpagust KOCTEei) peKoMEeHJ0BaHa IpH IOJ03PEHUMH HAa METacTasbl
KOCTEH CKeJleTa.

[To3zutponno-smuccuonnas tomorpadus (I19T) ¢ nezokcudroprmrokoszoit (OI) mokazana s
OTIPEENIEHUs CTaUM U PACTIPOCTPAHEHHOCTH IPOLECCA, a TAKXKE B KAUECTBE TUArHOCTHYECKOIO METOAA,
MO3BOJISIOIIETO ONPEAEIUTh 3J0KaYeCTBEHHBI MOTEHIMAN MpH HEOOJBIINX pa3Mepax omyxonu (no 4
cM).
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[Tynkunonnas Ouonicust B caydae AKP He mMmeeT J0Ka3aHHBIX NMPEHMYIIECTB, 00JalaeT HU3KOU
YYBCTBUTEIHHOCTBIO, HEIOCTATOYHOW WH(POPMATUBHOCTHIO U BBICOKOW BEPOSITHOCTBIO OCIOXKHEHHUH,
MIO3TOMY €€ IPOBEICHHUE HE TIOKA3aHO.

Jleuenne AKP

Huarnoctuka u neyenne AKP A0mKHBI TPOUCXOAUTH C ydacTHEM Bpaya->HAOKPHUHOJIOTA, Bpaya-
XHpypra, Bpada-OHKOJIOTa, Bpaya KIMHUYECKOW JabopaTOpHON IUArHOCTUKH, Bpada-paadosiora B
CTHCIIMATM3UPOBAHHOM YUPEIKICHUH/OTICIICHUH.

HauGonee 3¢heKTHBHBIM METOJIOM JICUCHUs siBisieTcss xupyprudeckuii. [Ipu BeisiBiennn AKP Ha
paHHUX CcTaausiX 3a00JeBaHUs, KOTJAa HET MPOPACTAaHUs OIMYXOJH B JKU3HEHHO Ba)XKHBIC OPraHbl W/HIIN
MHOTOUYHCIIEHHBIX METACTa30B, OIepaIus SBJISICTCS TMEPBBIM 3TAlOM KOMIUIEKCHOU Tepanuu. Jlanee npu
OTCYTCTBUM METACTa30B XUPYPTHUECKOE JICUCHHE MOXET ObITh gomosiHeHO Ha3zHaueHueM JIC B
aIbIOBAHTHOM pexume). PereHue o JieUeHWH MPUHUMAETCS Ha OCHOBAHMM OCOOCHHOCTEHM OITyXOJIH
(mpexne Bcero, uaekc Ki67) u teuenus AKP y nanHoro nanuenra.

B cnydae Hanuuust MmeTacTa3oB Ha MOMEHT BbIsiBJIeHUS AKP niv BO3HUKHOBEHUS UX B JAJIbHEHIIEM
KOMIUIEKCHOE JIEYEHHUE JIOJHKHO BKITIOYATh U XUMHOTEPAITUIO.

MHOXEeCTBEHHbIE METacTa3bl W/WJIM TPOPACTAHUE OIYXOJIH B JKM3HEHHO Ba)XHBIE OpraHbl Ha
MOMEHT MOCTaHOBKH nuarfHo3a AKP, kak mpaBmiio, He MO3BOJISIFOT MMPOBECTH aJIEKBATHOE XHPYPTUUECKOE
JIeYCHUE I MOTYT TIPHBECTH K CEPhE3HBIM OCIOXKHEHHSM BO BpeMms omepanuu. [loaTomy B Takoi
CUTYyallMM JICYCHHE HAYMHAIOT C XUMHOTEpAnHWH, 4YTO, B OOJIBIIMHCTBE CIIy4aeB, TMPUBOJIUT K
YMEHBIIIEHUIO Pa3MEPOB OITyXOJIEBBIX 0YaroB; Jajiee MPOBOIST OMEPaIUIo.

Huctantmonnas sydeBast tepanus ([JIT) pekoMeHioBaHa B Ka4eCTBE MAJUIMATUBHOU TEPAUU TIPH
MetacTazax AKP B KOCTH U IIEHTpaIbHYIO HEPBHYIO CHCTEMY.

TaprerHass Ttepamuss B HAcTOsIIee BpeMs HE PEKOMEHJOBaHA Ui JIEYEHUS [IAllMEHTOB C
pacnpoctpaneHHbiM AKP, T.K. B psijge ucCCIeIOBaHUI BO3MOXKHOCTHM NMPUMEHEHHUS MPENapaToB 3TOTO
Kjlacca mpu pacnpocTpaHeHHBIX (opmax AKP Obun MmpoeMOHCTPHUPOBAHBI HEYIOBJIETBOPUTEIHLHBIC
pe3ynbTaThl.

IIporuo3s

B uemom, mnporno3 AKP omnpenensercs CBOEBPEMEHHOCTHIO BBISBICHUSA 3a00seBaHMUS,
3¢ GEeKTUBHOCTHIO MPOBOJUMOTIO JICUECHUS U MPUBEPKEHHOCTHIO MAIlMEHTa K Teparuu.

Jleuenne AKP sBisieTcst IIUTENBHBIM M TPYIOEMKHUM IPOIECCOM, TPEOYeT YCHIIMA HE TOJBKO
KOMaHJIpl Bpaued M caMoro mnamuenra. [IpuBep)keHHOCTh K JICUEHHUIO, BBIMOJIHEHHE PEKOMEHJAIUM 10
CBOEBPEMEHHOMY OOCIEIOBAHUIO U JICYEHHIO, KaK MPABUJIO, IMO3BOJSIOT AOOUTHCS YIYYIIEHUS WU
crabunm3anuu  AKP. HaubGonee HeOmarompusiTHbII MPOTHO3 OTMEYAaeTcs Yy TMAalUeHTOB, KOTOpHIE
OTPHUIAIOT CBOE 3a00JIEBaHNE U HE BHITIOJIHSAIOT PEKOMEH A JIedalero Bpayva.

[Tpunoxenue I
ITpunoxxenne I'1
Kpurepun onenku orBera onyxoum Ha jedenne (RECIST 1.1)

Ha3sanue Ha PYCCKOM S3BIKE!: KpI/ITepI/II/I OLCHKHU OTBCTA OITYXOJIM Ha XUMHOTCPAIICBTHYCCKOC
neyenue (RECIST 1.1)

OpuruHanbHOe Ha3BaHue: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)

Uctounuk (ny6mzn<auml C BaJIMIAIUCH):

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

HcTouHuk (Ha pycCKOM S3BIKE):

I'omboneBckmii B.A., Jlaiiman A.I., [Hlanues A.H., Bnamumupckuii A.B., Mopo3os C.I1. (pen.):

MCTOZ[I/I‘-IGCKI/IG PEKOMCHOAAINN

o MPUMCEHCHUIO KPUTCPUCB OTBCTA COJIMIHBIX OHYXOJIef/'I Ha

xumuorepanestuueckoe Jsedenue (RECIST 1.1). Meroauueckue pexomenpauuu N 46; 2018.
http://medradiology.moscow/d/1364488/d/no46_2018_recist_11.pdf

Tumn: IlIkana oneHkn

Ha3nadenwue: orieHKa OTBETa Ha XUMHUOTCPAINICBTUYCCKOC JICUCHUC

Tabnuma 15. Ouenka pa3MepoB OCHOBHOTO OITyXO0JIEBOTO Oouara

IlonHEI OTBET
(Complete Response — CR)

Ncue3snoBenne Bcex HKCTpaHOAANBHBIX LENEeBBIX oOpa3oBaHuil. Bee
NaTOJIOTHYECKHE JIMM(AaTUUECKHE Y3JIbl TOJKHBI YMEHBIIUTHCS < 10
MM [0 KOPOTKOHM OCH B aOCOTIOTHOM 3HAYEHUH.

YacTUYHBIN OTBET
(Partial Response — PR)

YMeHblIeHHe CyMMbl HauOOJBIIMX pa3MEpOB O4aroB Oojiee yeM Ha
30%; nmst cpaBHEHHsI OepeTCst TEPBUYHOE HCCIISIOBAaHUE.

IIporpeccupoBanue - YBenuueHue cyMMbl HauOOJIBIINX pa3MepoB He MeHee yeM Ha 20%
3a00JieBaHUS (Progressive | 10 cpaBHEHUIO ¢ BpEMEHHON TOUKOM, MMEIOIIEe HAUMEHBIIIYIO0 CYMMY
Disease — PD) HAUOOJIBIIMX pa3MepoB (HAIHP)

- Cymma HauOonblIMX pa3MEpoB JOJDKHA JEMOHCTPUPOBAThH

a0COIOTHOE YBETMUYECHHUE Pa3MEPOB HE MEHEE UeM Ha 5 MM.

- JlocroBepHOE MOsABIIEHHE HOBOTO OITyX0JIEBOTO Ovyara
Crabunu3anms 3aboneBanus | HecoorBercTtBue kputepusm CR nimu PR npu oTcyrerBum PD.

(Stable Disease — SD)

Taobmuia 16. OueHka MeTacTaTHYECKAX 0YaroB

TTonuerit OTBET
Response — CR)

(Complete

- Hcue3noBeHue Bcex MAOIMOJHUTEIBHBIX OYAaroB M HOPMaTU3aLUs
YPOBHS OIYXOJIEBBIX MapKepOB.

- Bce mumdarnueckue y3ibl JODKHBI UMETh pa3mep MeHnee 10 MM 1o
KOPOTKOM OCH.

- Hopmanu3aius ypoBHS OITyX0JIEBBIX MapKEPOB

[IporpeccupoBanue
3a00J1€BaHUA

Disease — PD)

(Progressive

O,I[HOSHa‘IHaSI nporpeccusda AOIIOJIHHUTCIbHBIX O4YaroB, IIOABJICHHC
OJHOI'O HMJIM HCCKOJIBKHMX HOBBIX O4arosB.

Tabnuna 17. Cymmapnas oneHka 3a00JieBaHus

IleneBrie oyaru HemneneBrle ouarn HoBrle ouarun O06muii oTBET
ITonneIM OTBET ITonnbli oTBET Her ITonHbIN OTBET
ITonueIM OTBET YacTuuHbli Her YacTUUHBIN OTBET

OTBET/CTaOMIBHBII
rpouecc
ITomHbIN OTBET Henn3s onieHUTH Her YacTUUHBIN OTBET
YacTu4HbIN OTBET Her mporpeccuposanus | Her YacTuuHbIN OTBET
3a00J1€BaHU 581071
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HCJIb3s OLICHUTD

CrabunbHoe Her mporpeccupoBanus | Her CrabunbpHoe 3a001eBaHne
3aboJeBaHue 3a00JIeBaHHS 170171
HEJIb3$ OLIEHUTh
Henb3s oueHuth Her nporpeccupoBanus | Her Henb3sa oueHuTh
3a00J1eBaHUS
[IporpeccupoBanue JIroboe cocrosiHue JIroboe cocrosiHue IIporpeccupoBanue
3a00JIeBaHHS 3a00JIeBaHUs
JIroboe cocrosiHne [IporpeccupoBanue JIroboe cocTosiHue IIporpeccupoBanue
3a00J1eBaHUS 3a00JIeBaHUS
JIroboe cocrosiHue JIroboe cocrosiHue Ectb [TporpeccupoBanue
3a00JIeBaHUS

Kpurepun agekBaTHOCTH onepanuu

ITpunoxenne 12

Hazpanue Ha pycckom si3bike: Kinaccuduxanus pesunyanbabix onyxosielt (R Knaccudukarus)
OpurunansHoe HasBanue: Residual Tumour (R) Classification
Hcrounuk (myOnuKkamms ¢ BaauaaIuei):
Brierley J, Gospodarowicz MK, Wittekind Ch (eds). TNM classification of malignant tumours.
Oxford, UK; Hoboken, NJ: John Wiley & Sons, Inc., 2017.

Tum: [lIkana oneHKu

Ha3zunauenue:

OIICHKa aJIeKBaTHOCTU XUPYPTrUYECKOTOo JIEUYEHHS MO HAJTUYHI0/OTCYTCTBHUIO
pe3UaYATBHOM OMYXO0JIH

Ta6muma 18. Kimaccudukanust pesuayanbabeix onmyxosien (R Kinaccudukarms)

RO Pe3unyanpHast omyxosib OTCYTCTBYeT (MOJHas pE3eKUUs C OTCYICTBUEM IPU3HAKOB

OIIYXO0JIEBOT'O POCTa)

R1 Pe3unyanpHasi omyxojb onpeaesnsieTcs: MUKPOCKOIIUYECKH (MPU3HAKKU OITyXOJIEBOTO POCTa B
Kpasix yJaJleHHOM TKaHU)

R2 PesunyanpHass  omyxoib — OmpenerisieTcss — MaKpOCKONMHMYeCKd  (OCTaTKU  OIYXOJIH,
MaKpOCKOMHYECKH BUIUMbIEC BO BpEeMs OTEepaIiu)

Rx HenocraTouHo maHHBIX IS OMpENENeHUs Pe3ulyadbHOM OMmyXoiu (OLIEHUTh aJeKBATHOCTh

orepan HEBO3MOXKHO HWJIM JAHHBIC COMHI/ITGHLHLI)
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Hospsle, n3nannsie B 2020-2024 rr. 1 oduranbsHo yrBepkIEHHbIE MuH3apaBom PO,
KIIMHUYECKHE PEKOMEHAALNHU (PYKOBOJICTBA, IPOTOKOJIBI JIECUEHHS) — HA HALLIEM CalTe.
HNHuTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-To keM-To TaHHBIN JOKYMEHT ObLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MTOMOYKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaXHOW KO — B HEM HaXOJMUTCS 3Ta CChLIKA.
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