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KuroueBrbie ciioBa
A IpeHOKOPTUKAIILHBIN paK
Cunapom Nnenko-Kymunnra
I'unepkopTHIIN3M

OnyxoJiu HaJIMOYEYHHUKA



Crnucox cokpaieHui
AKP — agpeHOKOpTHKAIbHBIN pak
AKTT — anpeHOKOPTUKOTPOIHBII FTOPMOH
APC — anp10cTEpOH-PEHMHOBOE COOTHOIIEHUE
JJIT — nuctaHiMOHHAs JTydeBasi Tepanus
HUI'X — IMMYHOTUCTOXUMUS
KT — xommsroTepHas Tomorpadus
MPT — MarHUTHO-pe30HAHCHAsI TOMOTPAdU
MDH — cuHIPOM MHOXECTBEHHBIX 3HIOKPHUHHBIX HEOILIa3Ui
III'A — nepBUYHBIN TUNIEPATHAOCTEPOHU3M
naT-2ear - MO3UTPOHHO-IMHICCHOHHAs ToMoTpadus ¢ 18-PpTopae30KCUriIFoK030i
CHUK — cuanpom HUnenko-Kymunnra
TTI' — TUpeoTpOMNHBII TOPMOH
¥Y3M — ynbTpa3zByKOBOE UCCIIEIOBAHUE
SUV (standartised uptake value) — nakonurensusiit kpurepuit mpu [I9T-2 FDG

HU (equanmer XayHcduiga) — AeHCHTOMETpHYECKHE MTOKa3aTenu npu nposeneHnu KT



TepMI/IHLI u loﬂpeneﬂeﬂnﬂ‘ Mpumeuanue [OLMP1L]: Jlauumiit

pasaei ABJISCTCA 00s13aTeNIbHBIM

o Ocrtpast HaIMOYEYHHKOBAsI HEAOCTATOYHOCTD — CUMIITOMOKOMIUIEKC, 00YCIOBICHHBIN
PE3KUM CHIDKESHHEM HJTH MTOJTHBIM MpeKpalieHreM QyHKIIMOHATBHOM JesITeTbHOCTH KOPbI
HaJIOYEUYHUKOB.

o CHHIpOM «HEeynpaBIsieMOl TeMOJAMHAMUKIY — IIATOJIOTMYECKOE COCTOSTHUE,
BO3HHKaromIee Ha (poHe KaTeX0JIaMUHIIPOAYLIUPYIOUIECH OMyX0IH HaAIOYeYHUKA U
XapaKTEepPHU3YIOIIEECs PE3KUM YYallleHHEeM THIIePTEH3UBHBIX BHICOKOAMILIUTYIHBIX
KPH30B C YCYTI'yOJISFOIIEeHCsS HEKYpaOeIbHOM THITOTOHHEH B MEKIIPUCTYITHOM MTEPHOJIC.

o llepBuuHBIN rUNEPATHIOCTEPOHU3M — KITMHUYECKUN CHHAPOM, PA3BUBAIOIIUIICS B
pe3ynbraTe U30BITOYHON MPOIYKIIMH abJ0CTEPOHA KITyOOUKOBOM 30HOM KOPKOBOTO
BEIIECTBA HAIOYEUHUKOB, IPH KOTOPOM CEKpEIUs allbAOCTEPOHA MOJIHOCTHIO WIH
YaCTHUYHO aBTOHOMHA 10 OTHOLIEHHIO K pEHHH-aHMOTEH3WHOBOM CHCTEME, YTO
00YCIIOBJIMBAET Pa3BUTHE HU3KOPCHUHOBOM I'MITOKATMEMUYECKOM apTepraibHON

TUNICPTCH3UU.



1. Kparkas undopmanus

1.1 Onpenenenue

AnpenoxopTukaabHblii pak (AKP) — peakas 3mokauecTBeHHas! OIyXO0Jlb, UCXOJSALIAS
U3 KOPKOBOTO CJOS Haamo4YeyHHWKa. 3aboJieBaHME XapaKTepU3yeTcsi MO3IHHUM CPOKOM
BBISIBIICHHSI, arpEeCCHBHOCTHIO KIMHMYECKOTO TEUCHHWS W, JO HACTOSIIET0O MOMEHTA,
HEeOJIaronpUsATHBIM JiedeOHbIM MPOrHO30M. AKP MOXeT OBITh TOPMOHAIBHO-aKTHBHBIM, SIBIISISICH
MPUYUHONW CYOKIMHUYECKOro win MaHugpectHoro cuHapoma Muenko—Kymunra (CUK), w/umu
BUPWIBHOTO CHHAPOMA, WJIM MOXET OBITh CIy4ailHO BBISBIEHHON TIOpMOHANIbHO-HEAKTHBHOM

OITYXOJIbIO HAAIIOYCYHHUKA.

1.2 9THOJIOrHSI M TATOrE€HE3

OrnmcaHBl HECKOJBKO HACIEICTBEHHBIX CHHIPOMOB, M3BECTHBIM KOMIIOHEHTOM KOTOPBIX
apaserca AKP. B pamMkax Bcex CHHIPOMOB OTMEUaeTcss Hu3Kas (EHOTHIIMYECKas
neHerpanTHOcTh AKP, B CcBSI3u C 4eMm, NMpOCIEAUTh HACIEACTBEHHBIN XapakTep 3a00JeBaHUS
AQHAMHECTUYECKHU J10CTaTOYHO CII0XKHO.

Cungpom JIn-@paymenn (Li-Fraumeni) cBsi3an ¢ mHaKTHBUpYIOmel myTanuei B TP53-
TeHEe-CyIpeccope OMyXOJEBOTO POCTA, XapaKTepH3YyeTCsl Pa3BUTHEM CapKOM MATKHX TKaHEH,
paka MOJIOUHOH eJie3bl, HOBOOOpa3oBaHuit rosioBHOro Mosra u AKP. HTepecHo, 4To MyTanuu
B TP53 sBnstrorcst mpuynHO# BBICOKOH 3a00meBaemMoctn AKP B FOxHo#i Bpasumun, moromy 4to
y HEe UMEIOIINX POJACTBEHHOH CBSA3U MAMEHTOB 3TOTO PEernoHa, onpenemnsiercs R337H myranus B
TP53. AKP — rarke kommoHeHT cuuapoma bekBura—Baiinemana (Beckwith—Wiedemann),
KOTOPBII TPOSIBISIETCST Makporioccued, nedexramMu OpIOIIHONW CTeHKH (3MOpHOHANBHAS
MyHo4YHas TPeDKa), reMuruneprpoduet, Heppo-, remarodmactomoil. Ha remetnaeckom ypoBHE
3TOT CHHIPOM BbI3BaH M3MeHeHUs M B 11p15, renetnueckoe mectonosioxkenue Bkimodaer |GF-
2, H19 u CDKN1C (p57Kip2) rens.

AKP MoxeT BBIIBISITCS B COCTaBe cuHApoMa [apjaHepa (alleHOMAaTO3HBIM ITOJUIO3
KUIIKK), KOTOpHIA BbI3BaH MyTauueit APC-rena-cympeccopa omyxoneBoro pocra (APC — ot
adenomatosis polyposis coli). [Ipu reHeTH4YeCKOM HCCIEIOBAaHHM OIyXOJICH HAAMOYCUYHUKOB Y
OoBHBIX ¢ cHHApOMOM [aphHepa BEIABISIETCA Jenenus HopMmanbHOoW APC-amremn B
xpomocomax omyxonu. Cuagpom MOH 1 Tuma panee CBS3BIBAIM C JOOpOKaueCTBEHHBIMH,
TOPMOHAJIbHO-HEAKTUBHBIMU OIMyXOJISIMU HAAMOYEYHUKOB, KOTOpble oTMmeuanuch B 20-40%
HaOmonenniic MOH1. HenaBuue ucciieqoBaHus mokasanu, 4yto npu cuHapome MOH 1 tuna

ropMoHanbHO-akTUBHBIA AKP Tak xe He sBJsieTcs peKocThio [4].



IIpoanamuzupoBansl JIHK HaamoueuHHkoBBIX omyxoiiedl npu cropanudeckoM AKP B
yuactkax 17p (comepkamem TP53-ren) u B 11pl5 (comepxammm IGF-2/CDKN1C) [5].
IomyueHHble pe3ynbTaThl CPaBHUIM C MOP(HOIOTHUECKMM TUIOM OmyXxojed. BrriBimeno, 4to
neneuuss B 17p u crpykrypHas nepecraHoBka 11pl5 (u, kak pe3ynbTaT — MOBBIIICHHAS
skcrpeccus |GF-2) Opima oGmuraTHO CBA3aHBI CO 3JTOKAYECTBEHHOH CTPYKTYPOH OITyXOJIH.
IIpemnoxkeHO WCIOIB30BATH 3TOT TECT NPpH AU(PGEPEHIMPOBAHUN JOOPOKAYECTBEHHBIX H

3JIOKaYCCTBCHHBIX onyxoneﬁ HaAIIOYCYHUKA.

1.3 Dnuaemuoiorus

Exeronnoe BoisiBnenne AKP — 0,5-2 ciydas Ha MWUIMOH HAceleHUs, B CTPYKType
OoHKoJIoTH4ecKkoi cMmepTHOocTH coctapisier 0,04-0,2% [3]. DnuaemMuonornyeckue OaHHBIE IO
Poccuiickoii @enepauuu OUEHUTb KpallHE 3aTPyJHHUTENBHO, TAaK KaK OHKOJOIMYecKas
oT4eTHOCTh 0THeNbHO 10 AKP He hopmupyeTcs, peTucTp OTCYTCTBYET.

VY nereit ropmoHanmbHas aktuBHOCTH AKP BhIABISCTCS dYamie, 4eM y B3POCIBIX U
cocTaBisieT 87-95%. BonpIIMHCTBO OMyX0J1eii H30JMPOBAaHHO CEKPETHPYET KOPTH301 (55%) mim
aHIPOTEeHBI B KOMOMHanuu ¢ kopTtu3onoM (30%). [Ipyrue BaprHaHTEI TOPMOHAIBHOW aKTHBHOCTH
B JIETCKOM BO3PACTe MOKHO CIMTATh Ka3yHCTHIECKUMHU.

I'opMoOHaEHO-aKTHBHBIE OMyXoyiM Habmonmatotres y  60% B3pocisix.  CuHApPOM
CMEIIaHHOW TOPMOHAJBHON MPOIYKIMN (THIIEPKOPTUIIM3M U BHPHIIM3AIMA) oTMedaeTcs y 30—
40%, wuzomupoBaHHBIH cuHApoM Unenko—Kymwmara y 25-35%, wu uzonupoBaHHas
THIEPNPOAYKIHS aHIporeHoB otMmeuaercs y 20% OonbHbIX. V301MpoBaHHBIE SCTPOreH- H
QITBIOCTEPOHIIPOAYIUPYIOIINE OMYXOJNM SBISIOTCA PapUTETOM, COCTaBISIOT MeHee 2%.
IToBBIIeHHAS TTPOMYKIHS AJNBIOCTEPOHA OTMEYAETCsS HECKOJNBKO Yallle B paMKaX CMENIaHHOH

TOPMOHAJBLHOM MPOAYKIIUH.

1.4 KoguposBanue no MKb

3/10KaYecTBEHHOE HOBOOOpa3oBaHue Haanoyeunuka (C74):
C74.0 — Kopbl HaJlOYEYHUKA,;
C74.9 — Hagnoveynrka HEYTOUHEHHOMN YaCTH.

1.5 CragupoBanune AKP

e Jlna ompenerneHus JiedeOHOW TakTUkd npu  AKP  pekoMeHIOBaHO THIATENHEHOE
TOMMYECKOe OOCIeIOBAaHUE B OTHOIICHHHM BO3MOXHBIX METACTa30B, OIYXOJIEBBIX
TPOMOOB M MECTHOTO PaCIPOCTPAHEHHUS OIYXOJIH.

Yposenb yoeauTeJbHOCTH peKoMenaanuii - A (ypoBeHb JOCTOBEPHOCTH J10Ka3aTelbCTs - 1h)
Kommenrtapuu: 80% 63pocavix 0OOnbHbIX HA MOMEHM GbIAGICHUL UMEIOM pazmep

onyxonu ne menee 10 cm, y 30-40% nayuenmog npe0onepayuonto GbiA6IsIIOMCa MEemacmasvl



[6,7]. Beposimnocmo Haruuus omoaieHHbIX Memacmasos npu onyxosx 6oaee 10 cm no OanHvim
noceonepayuonHo2o Habaodenus cocmaegisiem bonee 80%.

Onyxonegoe cmaouposanue AKP moocem ocywecmensimovcsi no cucmeme TNM (T —
tumor (onyxonwv), N — node (numgpamuueckue ysnvt), M — metastasis (memacmazupoganue)) 8
coomeemcmeuu ¢ kraccuguxayueti AJCC (American Joint Commission on Cancer)/UICC
(International Union Against Cancer). Knunuyecku Oonee adanmupo8annoll u cO8PEMeHHOU
npeocmasnsemes knaccupurxayus no ENSAT (European Network for the Study of Adrenal
Tumors) — esponeiickoil paboueil 2pynnei no uzyuenuro onyxoieil haonoueunukos [8,9].

Tabmuma 1. CootHomrenue cramuposanus AKP mexxny TNM u ENSAT

ENSAT TNM Ornpenenenue
| (1) T1NoMg Pasmep <5 cm
1 (1) T2NoMo Pasmep >5 cm

(1) T12N: Mo

(IN-1V) T5.4No.1Mo
I/I/I/IJ'II/I TpOM603 HUXHEU I10JIOU BECHBI

Meracta3ssl B IMMQOY3IaX, OIIyXoJeBas

11 nHGUIBTpanus B COCEJHHE OPTaHBI U IOUYKY

v T1.4No-1M1 OTnajileHHbIe METAaCTa3bl

2. JIlmarHocTuka

Ocywecmeniemess 6 clyyae GblAGleHUs ONYXOIU HAOnoyewnuxd. B smoil  ceéa3u
OJuaenocmuxa AKP paccmampusaemcsi 6 pamkax ougpgepenyuanvioco 0uacHo3a ¢ opyeumu
ONYXOSAMU HAONOUEYHUKOS, HAUDO.Iee YACMO GbIABNAEMbIMU CLYHAUHO.

Tepmun “unyudenmanoma” HAONOUEUHUKA SBNAEMCS COOUPAMENbHBIM, GKIUAIOUWUM
pasznoobpasnylo no mopghorozuu epynny onyxoneu 6onee 1 cm 6 Ouamempe, CAY4auHO
BbISIBNIEHHBIX NPU paduonozuyeckom oocnedosanuu [10]. Bvisenennoe obpasosanue modcem:

O  0KA3amMbCsl KAK 20PMOHANbHO-HEAKMUGHbIM, MAK U AKMUEHO NPOU3E00UNb PA3IUUHbLE
20PMOHbL;
O UCXO0UMb U3 PA3IUYHLIX 30H HAONOYEUHUKA UNU UMemb HeCneyuQuuHylo OpeaHHYIO

NPUHAONEHCHOCTIb,

O Oblmb 3/10KA1ECMBEEHHbIM UL ()O6p0Kall€C’m8€HHblM.

2.1. ’Kan00bl M aHaMHe3

JKanobwr npu AKP ceszanvl kak ¢ Hamuduem o6pazoeanus 6 oprownou noisocmu (60w
JHcueome UnU CnuHe, owgyujeHue NOIHOMbL 8 JHCUBOME), MAK U C cunepcexpeyuell 20pMOHOS:

Kopmu3zojia (061/{4&}1 u moluiedHas Cﬂa60£‘mb, noevluileHue maccol mea, nepepacnpedeﬂeﬁue



HOOKONCHO-JICUPOBOTL  KIIEMUAMKU N0  OUCHAACIUYECKOMY MUny, CUHSAYKO8ble BbICLINAHUSL,
HeYUuCmoma Kodict, nepeiomvl, OoIu 6 KOCMIX, 6ecniooue/2unoconaousm, nosviuenue AJ/J u op.),
anvoocmepona (nosviueHue AJl, cnabocme mvliiy 6cedcmeue SUNOKAIUEMUL), MECTOCMEPOHA
(pocm  HedicenamenbHblX G0JIOC HA Mmelle, NOHUJICEHUE 20]0Cd, SUNnepmpo@usi KIumopa y
JCEHWUH, NOGLIUUEHUE JICUPHOCIU U HEYUCMOma KOJCU), ICMPOSEHO8 (2uHekomacmus y
MYJICUUH, MEMPOo2a2uU y JCEHWUN 8 NOCTIMEHONAY3e) U Opyeux CMmepouoHbIX 20PMOHO8, MAKUX

Kak npeduwecmeennuxu, Hanpumep, 17OH-npocecmepon.

2.2. ®u3uKaJIbHOE 00C/IeI0BAHHE

Ilpu  eunepcexpemupyrowux eapuanmax AKP 6o epems ocmompa uauje 6ce2o0
HAbI00aemcs KIUHUKA 21I0KOKOPMUKOUOHO20 U AHOPO2EHHO20 U3ObIMKA: AKHE, SUHEKOMACMUs,
BUPUNUZAYUSL, SUPCYMU3M, Y8eNUUeHUe MACCLL Mend U Op.

Ilpu AKP 6e3 knunuyeckoi eunepcekpeyuu 20pMOHO8 HAONOYEUHUKA, NPU OCMOmpe
MOJICHO  BbIABUMY JIOKANbHBIE CUMNIMOMBL (601b, HAUYUE 00beMHO20 00Pa306aHls 6 OPIOWHOU
noxocmu, onpeoenaemoe npu narbhayuu dxcueoma). Moosicem nogviuamscs memnepamypa meid
ecreocmele conymcmsyloue2o HeKpo3d 6 OnyxXou.

Knunuueckue nposenenus mocym umems memacmasvi AKP 6 neuens, neckue, kocmu.

2.3. JlabopaTopHasi IMATHOCTHKA

e [lpu BBISBICHMM OIYXONM HaANOYEYHHMKAa pa3MepoM Ooinee 1 cM B HepBylO odepenb
PEKOMEHIOBAHO  HCKIIOYHTh WM  HOATBEPAWTh TOPMOHANBHYI0  aKTUBHOCTH
o0pa3oBaHu, KOTOpas MOXET HPOSBIATHCS THIepKaTeXoJaMUHEMHEH,
aIpeHOKOPTUKOTPONHbIH ~ TopMoH  (AKTI)  -HE3aBHCHMBIM — THICPKOPTHLIH3MOM,
MEePBUYHBIM THIICpabaocTepoHi3Mom [11-13].

Jns HOATBEPKACHUS/UCKITIOUCHHS TOPMOHAJIBHON AKTUBHOCTHU OITyXOJTH
PEKOMEHIOBAHBI CIEAYIOINE METOABI TAOOPATOPHOH THATHOCTUKH
o OmnpeneneHue KOPTH30JIa B paHHHE YTPEHHUE Yackl Ha (pOHE TOABIIAIONIETO TECTA C
1 Mr nexcameTas3oHa;
o IIpm oTcyrcTBHU (PU3HONOTHUECKOTO TTOAABICHUS YPOBHS KOPTH30JIa — OIPEICIICHNE
aIpeHOKOPTUKOTPOITHOTO TOPMOHA B YTPEHHHE YaCHL.
YpoBens y0eauTedBHOCTH peKoMeHAammii - A (YpoBeHb IOCTOBEPHOCTH
JI0Ka3atesbeTs - 1b).
KommenTapuu:
Omcymcmeue  1i00bIX — KIUHUYECKUX — NPOAGIEHUU U  MAHUMECMHbIX  NPUSHAKOS
20PMOHANILHOU  AKMUGHOCMU  SIGIAEMCS, HeOOCMAMOUHO U36ECHHOU, HO 00BObHO

pacnpocmparenHou “1o08yuKou”.
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Iayuenmol ¢ UHYUOEHMANOMOU  HAONOYEUHUKA PEeOKO  UMEIOm  PA36ePHYMYIO
KAUHUYECKYIO  KAPMUHY — CUNEePKOPMUYUSMA,  OOHAKO — OUOXUMUYECKUe  NPUSHAKU
2unepropmuyusmMa ommeyaromes npumepno y 8-12% 6onvnwix [14,15].

Ipu HazuaueHuu HUKUX 003 CUHMEMUYECKO20 2THOKOKOPMUKOUOA OeKCaMemazoHa npu
CUHOPOME IHOOLEHHO20 2UNEPKOPMUYUIMA 1100020 2eHe3a He NPOUCXooum noodeieHus
aopenoxopmuxomponnoz2o copmona (AKTI) u cunmesa kopmuzona [16]. Hounoi mecm
00CMAmMOYHO NPOCM U GbINOAHUM 6 aMOYIAmOpHbIX yciosusx: 1 me Oexcamemasoua
npunumaemcs mexcoy 23 u 24 uacamu, KOpmuzon umepsemcs 6 Kposu, 63amou
cnedyrowum ympom mexncoy 8 u 9 wacamu. Bonee evicoxue 003wt (1,5 umu 2 me) ue
yayuuwaiom mounocms mecma [17].

B kauecmse  Ouacnocmuueckoco  Kpumepus ¢ 8bICOKOU — OMPUYAMENbHOU
NPOCHO3UPYIOUel YEHHOCMbI0 6 OMHOWEHUU CYOKIUHUYECKO20 SUNEPKOPMUYUIMA
cuumaemcs nooasiexue ympenne2o Kopmuzona menee 50 Hmoav/n (4ygcmeumenbHOCMb
bonee 95%).

Ilpu uHyuOeHmanomax HAONOHYEUHUKOE oOnpedeneHue CYMOYHO20 KOPMU30Ad MOYU
obnadaem meHvbuLell YYECMEUMENbHOCTBIO 8 CPABHEHUU C 0eKCAMEMA30HOBbIM MeCOoM
U HOUHBIM cbigopomounbim  Kopmuzoaom [18,19]. Cneyuguunocms noodasnsiowezo
mecma npu yposue cut-off menee 50 umonv/n ne npegviuiaem 80%. [na ymenvuenus
YUCTA TIOHCHONOTONCUMENbHBIX PE3VAbMAamos 6 Kauecmee gepuuyupyrowezo mecma
pexomenodosano onpedenenue 8 ympennue uacvl yposus AKTI. Tlooasnennviii yposens
AKTI noomsepoicoaem ouaznos cunopoma Hyenxo-Kyuwiunea y nayuenmos ¢ onyxoaamu
Haonoueunuxos [20]. Hzmepenue AKTI He saeniemcsi MemoOoM NEPEUYHOU
OUACHOCIUKY, — OOHAKO — MOJCem  CAYXHCUMb  NOOMBEPHCOAIOWUM — NPUSHAKOM
CYOKMUHUYECKUX NPOAGIEHUL 2UNEPKOPIMUYUIMA 8 IMOU 2pynne DObHBIX.

Onyxonb Kopbl HAONOYEHUHUKA, ABMOHOMHO HPOOYYUPYIOWAs KOPMU3OT, SGISAemcs.
npuuuHoOl  ampopuu  Kopbl  KOHMPIAMEPAIbHO2O0  Haonouyeunuxa. Ecau — npu
manugpecmuom cunopome Hyenko—Kywunea modcno oyenumv npooonicumenbHOCHb
2UNEPKOPMUZONUIMA O OABHOCIMU KAUHUYECKUX NPOASIeHUl, MO Npu CYOKIUHUYECKUX
@opmax OnumenvHOCMb 2unepKopmuyusma Heuzgecmua. Ilpu OnumensHOM medeHuu
SUNEPKOPMUYUIMA BOZMONCHA Heobpamumas ampodus Kopvl, mpeoyrowas OIumenbHoll,
eciu He NoJCU3HeHHol, 3amecmumensvrol mepanuu [21].

Heoooyenka manuuus eunepxopmuyusma (Manugpecmuoeo unu CyOKIUHUYECKO20)
CBA3GHA C BLICOKUM PUCKOM DA3GUMUL OCMPOU HAONOYEYHUKOBOU HeOOCAMOYHOCU 8

nocjieonepayuoOHHom nepuode.
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Bcem nmammeHTaM ¢ BBIABICHHON OMyXOJBIO HAANOYEYHHKA PEKOMEHIOBAHO
omnpeneneHue (Hop)MeranedpruHa B CyTo4HON Moye miu masme [13].

YpoBens yOeaurTeabHOCTH PpekoMengauuii - B (ypoBeHb JOCTOBEpHOCTH
Jokaszaresbets - 11b).

KommenTapum: Hedooyenka Hanuuus KamexoniamuH-cekpemupyroujell Onyxoau Moxcem
npuecmu K pazeumuio 2UNepPImeH3uBHbIX Kpu3o8 6 nepuonepayuoHHom nepuode, omexd

JIe2KUX, ApUMMULL, CUHOPOMA «HEYRPAGISeMOll 2emoounamuxuy [22].

IIpn Hammuuu y OONBHOTO C OMYyXOJBIO HAIMOYEYHHKA apTePHANBHON THICPTECH3HH
PCKOMEH/IOBAaHO ~OIpEACICHHE COOTHOIICHUS MEXIy YPOBHEM albJOCTepOHA U
AKTHBHOCTBIO PEHHHA IUIA3MBI JJISI MCKIIOYECHHUS IEPBHYHOTO THIEPaIbJOCTEPOHMU3MA
(TITA).

YpoBeHb y0enuTeaIbHOCTH PpekoMengamuii - B (ypoBeHb mocroBepHOCTH
JokasaTesscTs - |1b).

KomMmenTapun: M3onuposannas asmonomuasn eunepnpooykyus arsoocmepona npu AKP
ecmpeuaemcst Kpatine peoxo. Anb0ocmepor-npooyyupyiowue onyxoau Mopghoaocuiecku
8bI2IA0SAM  KAK CEeMIIOKIemoyHble adeHombvl Heboavuux pasmepos [23]. Tecmom
NepeutHOl OUACHOCIUKU AGIAEMCS OYEHKA albOOCMEePOH-PEHUHO0B8020 COOMHOUIEHUE
(APC). IIpu nooospenuu na III'A no pesynemamam APC, neobxooumo nposedenue
00H020 U3 NOOMBEPAHCOAIOWUX MemO0d08. Aneopumm obcredosarnusi npu I1I'A noopooHo

U3BTI0OIHCEH 68 KIIUHUYECKUX peKomeHdaqu}zx no ouacHocmuke u ae4eHuto OaHHOU HO30102Ul

[24,25].

Ilpn KIMHMYECKOM IOJO3PEHHM HA  H30JIMPOBAHHYI0 WIJIM  COYETaHHYIO (c
THIEPKOPTUIIN3ZMOM) OITyXOJICBYI0 ~ TUHEPIPOAYKIHIO  IOJOBEIX  TOPMOHOB
PEKOMECHIOBAaHO  ONpEJEICHHE  CTCPOMIHBIX ~ TOPMOHOB  CHIBOPOTKH  KPOBH
(mernapo3nHaHApOCTEpPOH-CyIb(ar, 17-okcunporecTepoH, aHJPOCTEH/IMOH,
TECTOCTEPOH, 17-B-3cTpamiion y My>KUHH U XKEHIIUH B MEHOIIay3e).

YpoBeHnb yOequTeqbHOCTHM pexoMeHgaumii - B (ypoBeHs nocroBepHOCTH

Joka3zaresbets - 11b).

2.4 Mopdoornyeckas TMATHOCTUKA

B muddepennmansHOM uarHose OpraHOCTICNMGHYHBIX OIyXOJed HaANOYeYHHKA
ITyHKIIMOHHAS OMOIICHS HE MMEeT IOKa3aHHBIX IIPEHMYILNECTB, aCCOMUUPYETCS ¢ HU3KOH
qyBCTBUTEJILHOCTBIO, CICHU(UYHOCTBIO M BBICOKOH BEPOSTHOCTBIO OCIJIOKHEHHH,

MO3TOMY €€ MMPOBCACHNUC HE PEKOMCHAYCTCA.
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[MynkunoHHast OUOTICHS TIPH OITYXOJM HAAIOYEYHUKA PEKOMEHIOBAHA MPU MOI03PEHUH
Ha €ro METAaCTaTHUECKOE TIOPaKEeHHE.

YpoBens ydeauteabHocTH pekomengauuii - C  (YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTesbeTs - V)

KommenTapun:  TomanbHoe — 6binoJHeHUe  NYHKYUOHHOU — Ouoncuu  onyxonetl
HAONOYEUHUKO8 He NPOOEMOHCIMPUPOSAILO YIYUIUEeHUs Pe3ylbmamos OuddepenyuanvHo
OUACHOCMUKY — UHYUOCHMAIOM, — HANPOMUS, NPUGELO K  POCMY  OCIONCHEHUL,
JIOXHCHONONONHCUMENbHBIM U IOXCHOOMPUYAMETbHIM  3aKTI0YeHusM. B nacmoswuil
MOMEHm NYHKYUs YenecoobpasHa aub HpU HNOOO3PEHUU HA Memacmamuyeckoe
nopasiceHue HAONOYEYHUKOG, 20e 4YECMEUMENbHOCb YUMOL02UYEeCKO20 UCCIe008aAHUs
cocmasnsiem 80-86%. Taxowce nynkyuonmas Ouoncusi noKazaua npu NOOO3PeHUU Ha
HEeXOOMCKUHCKYIO — TUMPOMY — C  UOTUPOBAHHBIM — NOPANCEHUEM  HAONOYEYHUKOS.
3abonesanue ecmpeuaemcs  Kpaiine peoKo, XAPAKMeEPU3YEMcs  O8YCIMOPOHHUM
UHDUILMPAMUBHBIM NOPAXCEHUEM HAONOYEYHUKOS, ObICMPbIM MEeMROM POCMA ONYXOIU,
a makoice KOC8EHHbIMU NPUSHAKAMU, NO3BOIAIOWUMU NOO03PEBATNL TUMPOMY, MAKUMU
KaK 8blpasicenHvie AeleHus 00well UHMOKCUKAYUU, NosvllueHue 1aKmam-0e2uopo2enassl
6 cvlopomre Kpogu u m.0. Ilpu Opyeux eapuanmax HAONOYEUHUKOBLIX ONYXOel
ouazHocmuyeckas YeHHoCmb npedonepayuorHol NYHKYUOHHOU buoncuu

HeyO081emeopumenbHa (LyecmeumenbHocmsy He npegvlutaem 65%) [26,27].

2.5. HNHCcTpYMEHTAJIbHAS THATHOCTHKA

JIns IHarHOCTHKY 3JI0OKaYeCTBEHHOTO IIOTEHIHMAla OIMYyXOJH PEKOMEHAOBAaHAa OICHKA
KOJIMYECTBEHHBIX JICHCUTOMETPHUYECKUX IOKazaTelel mpu Tpex(da3sHoil KOMITBIOTEpHOH
tomorpaduu (KT):
O IUIOTHOCTH TKaHEBOI'O KOMIIOHEHTA 10 KOHTPACTUPOBAHUS (HATHBHAS);
O IUIOTHOCTh B TKaHEBYK a3y KOHTPACTHUPOBAHUS (apTepHajibHas W BEHO3Has
(aser);
O IUIOTHOCTHh B OTCpO4YEHHYI (uepe3 10 MHH. mociie BBEICHHs KOHTpacTta) ¢a3y
KOHTpacTupoBaHus ((ha3a BEIMBIBAHUS).
ITpn monmy4ennn BeicOKOTOTHEIX KT-3HaueHnit B HaTUBHYIO a3y, 3aAepKKH KOHTpAcTa
B OTCpOYEHHOH (aze — 37TOKAYECTBEHHBIH IOTEHIHAT OIYXOJH pPEKOMEHIyeTCs
OLIEHUBATh, KaK BHICOKHUH.
YpoBeHnb y0enuTeaIbHOCTH PpekoMengamuii - B (ypoBeHb mocroBepHOCTH
Joka3aresbsets - 11b).

KommenTapum:
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Ocnognvim Kpumepuem npu @QOpMupo8aHuu NOKA3AHUU K onepayuu 00120e 6pems
AGNANCA paA3Mep HOB8000pPA308aAHUA, YMO NPUBOOUNO, C OOHOU CMOPOHBI, K DOILUOMY
YUCy He0OOCHOBAHHBIX BMEUAMENbCME NPU ONYX0IsAX boiee 3—4 cm, ¢ Opyeoll cmopombl
— K HeOOOYeHKe 310KAYeCMBeHHO20 NOMEHYUala 0Opa3oeaHuti Manioeo pasmepa npu
memacmamuyeckux nopadxcenuax u AKP. Ilocne e6sedenusi OeHCUmMomMempuueckux
Kpumepues 310KAYeCMEEHHOCMU ONYXOAU YOAIOCh ONMUMUBUPOBAMb NOKA3AHUA K
ONEepamusHOMY JIeYeHUI0 He MOJbKO HA OCHOBAHUU pazmepog onyxoau. B macmoswuii
MOMeHm  OCHOHOe eHUMAaHue 6 Ouacnocmuke AKP — ckonyemmpuposano Ha
KoUYecmeeHHblx nokazamesnsx mpexgasmnot KT [28,29].

KT-cemuomuxa  unyuoenmanom  HAONOYEUHUKA  OYeHUBAEMCA 6  pe3yibimame
onpeoeneHus NIOMHOCMU JHCUPOBBIX U HENHCUPOBBIX CIPYKMYD 8 HEeKOHMPACMHYIO (aszy
(drcupogvle cCmpyKmypuvl UMeIOm NOHUNCEHHYIO NIOMHOcmy). boeamvie aunuoamu mxanu
xapakmepHul 07151 000POKAUECNEEHHBIX A0eHOM KOpbl Haonoueunuka. Oonaxo okono 25%
000POKAUECMBEHHBIX A0CHOM MO2YN He UMENb HUZKOU «HEKOHMPACMHOWY NIOMHOCHU.
IIpu uccredosanuu KT-nnomnocmu Ha pasueix (asax evl6edeHuss KOHMpAacma nOJy4eHbl
OaHHble, YMO AOEHOMbI KOPbl HAONOYEYHUKA ObICIMPO CHUICAIOM  NOKA3amenu
nromuocmu (uepes 10 Mun. nocie 66edenuss Kohmpacma, m.H. nokazamens “‘wash-out”,
bonee uem Ha 50%), 6 mo eépemsa Kax oOpyeue oOpPA308aHUSL HAONOUEUHUKOS UMEIOM
MEHOeHYUI0 K 3a0epicKe KOHMPACMHO20 8ewjecmead. Msmepenue 3mozo noxasameins
umeem OAU3KYIO K AOCOTIOMHBIM 3HAYEHUAM OUAZHOCIMUYECKYIO UYEHHOCMb Npu
oughghepenyuaroHom ouazHose adeHom ¢ 00HOU cmopousl, om gheoxpomoyumomvt, AKP
U Memacmamuyieckoll KapyuHomsl ¢ Opy2oi.

Huskas (menee 10-15 HU) namuenas nromunocms mrxanesoco komnonenma npu KT unu
obvicmpoe CHUdICEHUE UHMEHCUBHOCU cuenana nocne BHYMPUBEHHO20
KOHmpacmupoganus — abconomuo — Hexapakmepuvi 01 AKP, memacmaszoe u
heoxpomoyumonmbl. Jughdpepernyuanvrulii ouazHos c heoxpomoyumomoti
0CYUecmesiemcst Ha OCHOBAHUY OUOXUMUYECKO20 UCCIe008aHUsL (HOp)Memaneppuna.
Hononnumenvnoim  cywecmgennvim  npeumywecmgom KT saensemcs 803moxcHocmy
oyenku  Kpumepusi WIOMHOCMU — ONYXonu 6  pazy  evimbleanus  (wash-out).
Memacmamuueckoe nopasicenue OONHCHO OblMb UCKIIOUEHO/NOOMBEPIHCOCHO 8 NEP8yio
ouepedb y OONbHLIX C AHAMHE30M OHKOI02U4ecKo2o 3abonesanus. Taxce, 8eposmHocms
Memacmamuyeckoeo NOPANCEHUs PACCMAMPUSAEMC NPU O08YCIMOPOHHEM NOPANCEHUU
HAONOYEUHUKO8, OCODEHHO Npu OMCYMCMBUU AGIEHUL 20PMOHANLHOU AKMUBHOCIU, NPU
nanuyuu KT-npusnaxos, xapakmepHvix Oasi memacmaszos. Ilayuenmor ¢ noooOHbIMU

NOPANCEHUAMU QO0IACHBL NPOXOOUMb OHKOIO2UYecKoe 00ciedoganue 0 UCKIIOYeHUs
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PACHPOCMPAHEHHO20 ONYX0AE8020 NPoyeccd (6 nepeyro ouepedb paKa 1eeKo2o, JHeenyoxd,
KOJIOPEKMANIbHO20 PAKa).

Y31 opraHoB OpIOMIHOW TOJOCTH PEKOMEHJOBAHO JJs TEPBUYHOW JTHArHOCTHKH
OITyXO0JIEW HAJIITOYEUYHNKOB.

YpoBenb y0enuTeabHOCTH pexoMengamuii - B (ypoBeHb gocroBepHOCTH
nmokazarenseTs - 1)

Kommenrtapuu: Y3M obradaem @vicoxoll 4ygcmeumenbHocmvio, Ho Ooliee HU3KOU, 8
cpasuenuu ¢ KT, cneyuguunocmoio u modcem 6vimb UCHOIL3OBAHO 0N NEPEUUHOT
OUACHOCTUKYU  ONYXOAel HAONOYEYHUKOG 6 CHydae HEeBO3MOICHOCIU  6bINOJHEHUs.
KOMIbIOMEPHOU momospaghuu.

MPT pexomeHnoBaHO sl IEPBUYHON TUATHOCTUKHU OITyXOJ€i HAJNOUYEYHUKOB, a TAKXKe
JUTSL ICKITIOYEHHSI METACTATUYECKOTO MTOPaKEHUSI TOJIOBHOTO MO3Ta.

YpoBenb yOequTeabHOCTH pexoMeHganuii - B (ypoBeHs nocroBepHOCTH
JokasaresbeTs - 1)

Kommenmapuu: MPT obradaem 8blcOKOU 4y8CMBUMENbHOCMBIO 6 8bIAGIEHUU ONYX0ael
HAONOYEUHUKO8 OYEHKU PACNPOCMPAHEHHOCIU NPOYeccd, 8 MOM HUCAE NOPANCEHUs
emedcrvix cmpykmyp. OOHaAKo cneyugpuuHocms Memooo8 3HAUUMENbHO HUNCE 8 CEA3U C

omcymcemeuem YemrKkux KojauiecmeeHHblx ()@HCMWLOM@WIPH’{@CKMX nokazameinei [30]

OcreoctuHTUrpadust pEeKOMEHIO0BaHA PH MOA03PEHUN HA METACTATHUECKOE MOpaXKeHHE
KOCTeH ckeneTa.YpoBeHb yOeIUTEIFHOCTH PeKOMEHIanuii - B (ypoBeHb 10CTOBEpHOCTH

Jnokaszaresscts - 1)

[Tpu HeOOMBIIMX pa3Mepax OMyXoyu (J0 4 cM) B KauecTBe BEpUPHUIHUPYIOUIETO METOAA
PEKOMEHIYeTCsl  BBIMOJHEHHWE  MO3UTPOHHO-OYMHCCHOHHOW  Tomorpadpum ¢ 18-
dropresoxcurmoxosoii (IIIT-*®JIT). Beicokas meraGonmueckas aktusHocTh (SUV
(standartised uptake value) Gosiee 3) sBisleTCS KpUTEpUEM, MO3BOJIIIOIINM C BBICOKOM
CTEICHBIO BEPOSITHOCTHU MPE/IIOJIAraTh 3JI0KAYECTBEHHYIO IPUPOIY OIIYXOJIH.

YpoBeHb yOenIHTEILHOCTH PpeKkoMeHmanmii - B (ypoBeHp JocTtoBepHOCTH
Jokaszaresbsets - 11b).

Kommenrtapuu: B ciyuae nooospenusi na AKP uiu memacmazvt npu KT-naommuvix
00pazosanusax manozo pasmepa (hanpumep, 00 4 cm) pekomenoosarno npogederue 11IT-
BDIT, max kax memod nozsonsiem onpedeiums He MOIKO HACHIWEHHOCMb ONYXONEEbIX
AURUOOB, HO U MeMAOOTUUECKYI0 aKmMusHocms obpaszosanus. Eciu onpedensemviii npu
IOT-BOAr  naxonumenvnoiii xpumepuii  SUV  bonee 3, mo  eeposmHocmb

3OKAUECBEHHO020 NOPAXCeHus npubauscaemces k abcomomuvim suavenusm [31-35].
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3. Jleuenue
OmnpeneneHue pacHpOCTPAHCHHOCTH OITyXOJIEBOTO IIPOIecca KpaHe BaKHO C TOUKH
3peHus BBIOOpa NieueOHOM TakTuku. B cimydae AKP cepre3sHoe BiIMsSHHE Ha TAaKTHKY MOXKET
OKa3aTh CTENCHb TOPMOHAIBHON AaKTHBHOCTH ONyXoNM. Tak, ecaM TpH TOPMOHAJIBHO-
HEaKTHBHOH OITyXOJIM OIEpPaTHBHOE JIe4eHHWe pacmpocTtpaHeHHbIX (opm AKP He mnwmeer
U3BECTHBIX INPEUMYILIECTB, TO INPHU TOPMOHAIBHO-aKTUBHOM OITyXOJIH, CONpPOBOXKIArOIIeiics
TSDKEJIBIMHI COMaTHYECKUMH MPOSIBIICHISIMH THIICPKOPTHIIM3MA MOXET OBITh ONpaBIaHa TAKTHKA,
HaIpaBJIeHHAs HA MAaKCHMAJIbHYIO IIUTOPEAYKIIHIO.
3.1  Xupypruueckoe jJe4eHue
e [lpu I-III cragusax AKP (ENSAT) mpu Bo3MoxHOCcTH aznekBatHO# (RO) pesekiuu B
CTEIHATN3UPOBAHHOM IIEHTPE PEKOMEHIOBAHO XUPYPTHUECKOE JICUCHHE.
YpoBenb yOeauTelIbHOCTH pexkoMeHganuii - A (YpOBeHb JOCTOBEPHOCTH
JI0Ka3aTesbeTs - 1D)
KommenTapuu: Onepamusnoe nocobue pekoOMeHOO8AHO npoéecmu 68 Kpamuauuiue
CPOKU NOCle NpoBeOeHUss a0eK6amHol OUAZHOCMUKY 6 6Udy Memacmamuieckou
azpeccusnocmu AKP. Bwuinonnenue onepayuii ¢ NONbIMKOU COXPAHEHUs MKAHU
Haonoueynuxa Heoonycmumo [36]. EOuHCMBeHHbIM 803MOJMCHBIM BAPUAHMOM NOJIHO2O
uzneuenus npu AKP 6 nacmosee epems A61aemcs NOIHOe Xupypauyeckoe yoaneHue
onyxonu cpasy nocie ee obOHapyscenus. AKyeHm Ha CpoOUHOCHIU ONEPAMUSHO20
eMeuamensCcmea CeA3aH ¢ OblICMPLIM YBeaudeHueM pasmepos ONYXONU U BbICOKOU
seposmHocmolo  memacmasuposanus. Ecmu na  momenm  obuapyowcenus onyxoau
Memacmasbl He GbIAGIAIOMCS, MO 6bl200d ONepayul o4eguoOHd, m.K. OHA HayenieHa Hd
nONHOE U3NeyeHue.
e IIpu mpoBeneHUH ONEPATUBHOTO JI€UEHHS PEKOMEHAYeTCs MPOBEIEHUE MEPONPUITHH
HAaIpaBJICHHBIX Ha:
o CHIKEHHE PHCKa SMOOIMIECKUX OCIOXKHEHUH TPOMOOTHYECKOTO M OITyXOJICBOTO
TeHesa;
o CHI)KEHHME arpecCHBHOCTU MAHUITYJSANUH, MPUBOIALMIMX K HAPYIICHUIO KaICyIbl
OITyXOJIH;
o BBIMIOJIHEHNE A0PTOKABAILHOM U Ba30PEHAIBHOM JIUM(OIMCCEKINHL.
YpoBens yOeamTeqbHOCTH pekoMeHmamuii - B (ypoBeHs mocTOBepHOCTH
J0Ka3atesbets - 11b)
Kommentapun: Cpedu naubonee uacmvix npobnem, 3ampyoOHAIOWUX XUpypeuueckoe

nevyenue AKP, mooicno ommemume.
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— KOMApeccus HudiCHeli NOOU BeHbl, UHQUIbMPAYUs CMEHKU HUNMCHell MOl BeHbl

onyxonwio. Knunuuecku bipaniceHH020 CUHOPOMA HUNCHEU NOOU 6eHbl, KAK NPABUIO0, He

ommeuaemcs 8 C8i3U C NOCMENeHHOU adanmayuell K 6eHO3HOU SUNePMeH3UU CUCMeMbl

KA8ANOPMAKABAIbHBIX — AHACMOMO308.  JlOnoaHUmMenbHbiMu  OUACHOCIIUYECKUMU

Memooamu AGIAIOMCsL 80CX00swas Kagazpagus, donniepocpaguueckoe ucciedosanue

KpOBOMOKA 8 KPYNHBIX 6EHO3HLIX cocyoax. Hcxodom omnepayuu moocem cmamo

nepessizKa HUMNCHEl NOJIOU 6eHbl UL ee NPOMe3UpPOosaHue;

—  UHBA3UA  ONYXONbK)  NeueHU,  NeYeHOUHO-08eHAOUAMUMUNEPCMHOU  C8A3KU,

n00X}CeNYOOUHOU Jrcenesul, HOYKU (mecmHo-pacnpocmpanenHas onyxo.s

Haonoyeunuxos). Ilpobnema conpsdicena ¢ BO3MONCHBIM —pdcuiupenuem o0bvema

onepayuu 00 pe3eKyuu neyeHu, HeoOXOOUMOCMbIO HAPYHCHO20 UNU GHYMPEHHE20

JHcenueomee0eHUs], pe3eKyul NoONCEIYOOUHOU dcenesbl, CHACHIKMOMUY, HeppIKmomuu

UnU pe3eKyul 6epxrHe20 NoaI0ca NoYKu,

— BbICOKAsL 8EPOSIMHOCb IMOONUYECKUX OCIONCHEHUTL S6NIAEMCsi OCHOGHOU NPUHUHOU

UHMPAONEPAYUOHHOU U PAHHEU NOCAeONnepayuonHol cmepmuocmu y 6onvuvix AKP.

Ombonus modxcem 6vimb 00YCI08IEHA HECKOTLKUMU (PAKMOPAMU UTU UX COUEMAHUEM:

O Hamuuuem  2UNepKOPMUYUIMA/SUNEPAHOPOSEHUY, — CNOCOOCMEYIOUUX — UCXOOHOU
2UNePKOAzYAYUU,

O MACCUBHOU UHMPAONEPAYUOHHOU KpOBONomepell ¢ OOHOMOMEHMHbIM NePenu8anuem
OonbUIUX 00BEMO8 KOMNOHEHMO8 KPOBiL,

O  Haauyuem onyxoiegvix mpomoos;

o omcymcmeuem npedonepayuoOHHbIX npogpunaxmuyeckux Meponpusimuii,
CHUDICAIOWUX PUCK THPOMOOIMOOUU.

Cpeou npogunaxmuyeckux Meponpusmutl 00IHCHBL paccmampueamocs

2enapuHOnpOQUIAKMUKA, — VCMAHOBKA — 6EHO3HLIX — MPOMOOYIAGIUBAIOWUX — 30HOO08.

Tlocneonee mooicem Ovimsb 3amMpPyOHEHO U3-3d ONYXOJLEBOU KOMNPECCUU HUNCHEU NOA0U

8eHbl.

Hapywenue xancynvt onyxoau npakmuyecxu ¢ 100% nabarodenuti npugooum K Mecmuvlm

peyuousam AKP. [Ipeyusuonnocms Manunyiayuii npu yoaieHuy OnyxXoiu A61sAemcs yymo

U He OCHOBHOU 3a0ayell Xupypea, MaxK KAK MeCMHAs ONyXoieeds OUCCeMUHAYUS

npakmuyecku ‘“‘cgooum na Hem’ 8ce YCUmus 8 OMHOwleHUU 6blNOIHeHUs Ro-pesexyuu

[37-39].

Jlyuwue pezynomamul neuenus npu AKP 0ocmueaiomes npu 6blnOIHEHUY NPeSeHMUGHOU

TUMPAOEHIKMOMUY 80 peMsL Xupypauyeckozo emeutamenvcmea [40,41].
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Ilpu omcymcemeuu s6HbIX NPUSHAKOG UHBA3UU 6 NAPEHXUMY UWIU 60POMA NOYKU,
Heobxooumocmu 8 “‘npesenmusnoil” Hegpakmomuu (Heppadpenarskmomuu), O
NOGbLULEHUSL PAOUKAILHOCTU Pe3eKyuU, Hem. JJocmamouna pe3eKkyust JHcuposoti Kancyivl

NOYKU C omcmynjleHuem om Kpaee onyxojiu Ha 2-3cm.

DHIOCKONIMYECKYIO aapeHAIIKTOMuUI0 1pu AKP pexoMeHIOBaHO BBINONHATH TOJBKO B
YUpeXKICHUH, O0NagafoleM JOCTATOYHBIM  ONBITOM IOJOOHBIX  BMENIATEIHCTB.
DHIIOCKOIIMYECKH JOCTyN TOKeH ObITh orpanmdeH [ wm Il cramgmeit 3aboseBanHus
(ENSAT). IIpu Gousblieil pacnpoCTPAaHEHHOCTH TPOLECCa SHAOCKOIMUECKAs Omepariust
MIPOTUBOIOKA3aHa, TaK KaK BO3MOYKHOCTD BBIIOJHEHUS TUM(AJeHIKTOMUH U aIeKBaTHOM
PEBHU3MH M PE3CKIUH COCETHHX OPTaHOB OTPaHWYEHA, PaINKaJIbHOCTh BMEIIATEIHCTBA
COMHHUTEJbHA.

YpoBens yOeaurTenbHocTH pexkoMengaumii - C  (ypoBeHb JOCTOBEPHOCTH
JI0Ka3aTebeTB - |V).

Kommentapun: Ocrognas npobiema 1anapockonuyeckol aopeHanIKmomMuu — 8blCoKas
yacmoma OucceMuHayuu ONYXoau no OpiowuHe Nocie onepayuu, 8caeocmeue
UHMPAONEPAYUOHHO20 — NOBPENCOCHUs — KAnCyavl — onyxoau.  Hacmv — 2KCnepmos
npuoepICU8Aemcs MHEeHUs, YO Npu pazmepe onyxoau 6oaee 5 cm u/uiu nooo3peHuu Ha
3710KAYECTNBEHHOCHb ONYXONU NO Pe3yIbmamam npeoonepayuoHHo20 00Cc1e008aHus —
6EPOAMHOCMb OUCCEMUHAYUU ONYXOAU NPU HAPYUIEHUU KANCYNbl 3HAYUNENbHO Gblule,
yem npu omkpweimom émewamenvcmee [42-48]. Heouckymabenohvim nyHKmom OAHHOU
pexomeHOayuu  AGIAEMCA  CReYUAIUsUPOBAHHBIN XAPAKMED VUPEeHCOeHUs U  Onbim

onepayuoHHoU opueadwl.

IIpu pe3ekraberbHBIX (OPMax MECTHOTO PEIUAMBA WM MPU CONUTAPHBIX/€IMHUIHBIX
MeTacTa3aX BO3HHUKIIKX IOCTIE ONepaluu, moBTopHas RO pe3ekuus pekoMeHIOBaHa Kak
HauboJsiee 3PGEKTUBHBINA U MPEANOYTUTEIbHBIN BAPHAHT JICUEHHs, TaK Kak 00ecreynBaeT
HauOoJiee JUIMTENbHBIA OC3PCIUANBHBIA I[EPUOJ] WM NPOJOJDKUTEIBHOCTh JKUA3HH.
BespeunauBHpi  mepuoy Oonee 1 roma mocie TEPBOM  omepanyu - SBISETCS
6JIAarOTPUSTHBIM MPOTHOCTHYECKUM (DAKTOPOM MPH XUPYPTHIECKOM JICUEHHH PEIUINBOB
nmu MetactazoB AKP.

YpoBens y0eauTeabHOCTH pekoMeHgammii - B (ypoBeHB JOCTOBEpHOCTH
JokasaTeiscTs - 1b).

Kommenrtapuu: Yacmoma npoepeccuposanuss AKP nocie xupypeuueckoeo neuenusi 8
meuenue 5 nem oocmueaem 00 80-85%. EOuncmeeHubiM Memooom, 0Oecneuusaouum

ONIUMeENbHOE  BbINCUBAHUE npu peuu()ueax uiu memacmasax ocmaemcs noemopHas
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«paoduxanvhasy, mo ecmv RO pezexyus — ee 803ModcHOCMb Cedyem paccmampueams y
Kax#c0020 0OOIbHO2O € Yy4emom pacnpoCmMpaHeHHOCMU npoyeccd, 0cobeHHOoCmell
npeovloyweco Xupypeuiecko2o ederus, 6uoI0cuteckux ocobenHocmell onyxoau, makux

KaK cmenemv 310Kkavecmeennocmu u memn pocma [49-52].

PexoMenmyercs: BKIIOYaTh B MOP(HOIOTHYSCKOS HCCIICAOBAHUE OMYXOJIH HAAMOYCUHUKA

OJIHY U3 TIPUHATBIX CUCTEM OAJUTLHOM OICHKU 3JI0Ka4eCTBEHHOTO TOTSHIIMAIIA OYXOJH

MMMYHHOTHCTOXAMHUYECKOE UCCIICIOBAHUE JIJIS OIICHKU €€ OPTaHHOW MPUHAICHKHOCTH.

Ilpu KOHCTATaUK 3JI0KAYECTBEHHOTO MOTCHIMANA OIYXOJH MPUHIUIHAIGHO BaKHA

oleHKa mnpoaudepaTuBHOro wuHaekca Ki-67 s OIEHKH IPOTHO3a arpecCUBHOCTH

3a00JICBaHUS.

YpoBeHs y0eauTeqNBLHOCTH pekoMeHAamuii - A (YpoBeHb ITOCTOBEPHOCTH

JoKasaTenbeTs — Ib).

Kommenrtapun: [locieonepayuonnas ouazHocmuxa. B nacmosiwyee epems naubonee

pacnpocmpanena naneib no Kpumepusim ceemosoi muxkpockonuu Weiss [53, 54].

Kaoicowiil uz 9 kpumepues oyenueaemcs 6 1 bann:

o Bwicokuil si0epHblil uHOexc,

o Mumomuueckuii unoexc 6onee 5% ¢ 500 nonsx 3penus;

o Amunuueckue mumo3svl,

o Bonee 75% 303uHODUILHBIX KIEMOK 8 ONYXOIU;

o  Hecmpyxkmypuposannocme 6onee 1/3 onyxonu,

o Hexkpo3uvi;

o  Onyxonesas 6eHO3HASL UHBAZUA,

o Onyxonesas cunycoudanbHas UHBA3US;

o Husasus 6 kancyny.

Ilpu nabope 3 6annos u 6onee no Weiss-wxane gvicmasnsiemes ouacnos AKP.

Cywecmeyem anpmepHamusHas no noocuemy 0aNI08, OOHAKO CXOJCAsi NO HAOOpy

napamempos ceéemosou Mmuxpockonuu cucmema van Slooten u coasm. [55] Ons

oupheperyuposku  006POKAUECMBEHHBIX U  310KAYECTNBEHHbIX AO0PEHOKOPMUKAIbHBIX

onyxoetl, nameiv GKI04Aem 6 cebsi OYeHKY CAeOyIouux napamempos:

O  O0wupHble — pespeccusHvie  USMEHeHUsi  (HeKpo3,  KpOBOUIUusiHus, — Quopos,
xkanvyuguxayus) 5,7 6anios;

O nomeps HOpMALLHOU cmpykmypwl 1,6 6anios;

o sdepuas amunus 2,1 6annos;

o AdepHas eunepxpomus 2,6 bainos;
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O Henpasuabhbie A0pviwKu 4,1 6annos;
O Mumomuueckas akmuenocmy (=2 ¢ 10 nonsx spenust npu 60vuwiom yeenudenuu) 9,0
bannos;
o cocyoucmas umu Kancyivras uneazus 3,3 banna;
Tucmonoeuueckuii unoexc >8 no wkane van Slooten Koncmamupyem blCOKUl
3710Ka4ecmeen bl NOMEHYUAT ONYXOaU HAONOYEYHUKA.
CpasHumenvHoe — u3yyeHue  OUACHOCMUYECKOU — YEHHOCMU  OQIIbHOU — OYeHKU
NepeqUCIeHHbIX CUCIMeM HEeCKOIbKO OMJIUYAeMCcs Yy PA3HbIX ucciedogamenell, OOHAKO
00KaA3aHa HEeCOMHEeHHAsA Noab3a ux npumenenus [56, 57], uyecmeumenvHocmov wkan 6
omnouwenuu AKP u memacmaszoe cocmaénaem oxkono 92% u 3nauumenvHo 6ospacmaen
nPU UCNOTLIOBAHUU KOHCUUYMA NATNOLO0208.
Ilpu  comHUmMenvbHOU  Op2aHHOU  NPUHAONENHCHOCMU — UMU  HEONPeOeleHHOM
310KAYECTNBEHHOM NOMeHyuaie onyxoiu eedywee 3uaueHue npuobpemaem HI'X
uccneooganue. Haubonee uacmo ¢ 3moil yeivio UCHONb3YIOM OYEHKY UHMEHCUSHOCMU
oxenpeccuu benxa p53, Ki 67, kanepemununa, yumoxepamunos 8 u 18, sumenmuna,
uneubuna o, menana A, cmepouonozo peyenmopa xoaxmusamop-1 (SRC-1), npomeuna
S-100, Pax8, xpomoepanuna A, nelipocneyuguueckoii 23Ho1a3bl, CUHANMOPUIUHA.
Ipeomemom Ouckyccuu s61510Ch NPOSHOCHMUYECKOe 3HadeHue Koauvecmea Weiss- uuu
van Slooten- 6anros, oonarko 6anneHas cucmema napamempos c6emosol MUKpOCKORUY 6
Kauecmee NPOSHOCIMUYECKO20 Kpumepus ycmynaem npoaugepamugrnomy unoexcy Ki-67.
Ipu nosviwenuu undexca Ki-67 6oaee 10% eeposmuocms peyuousea AKP nocae RO-
pesexyuu cocmasnsiem ne menee 80%. IIpocHocmuueckoe 3HaueHue OpPyeUx MAapKepos
HUT'X 6 omnowenuu AKP 6 nacmosiwuti Momenm HaAX0OUmcst 8 Cmaouu UCCie008aHus u

HAKONJAeHUs AHAIU3Upyemozo mamepuaid.

3.2 Xumnorepanus AKP

IMocne BemonneHus RO-pesexknmmu mo moBoxy AKP mpum Ki-67 6Gomee 10%
pEKOMEHIyeTCsl TPOBEIECHHE aIbIOBAHTHOTO JieueHHs opTo-napa-DDD (cun.: MuTOTaH,
JMU30JpEH, XJIOOUTaH). YPOBEHb IMpemapaTra B KPOBH TpedyeT MOCTOSHHOTO
a00paTOPHOTO ~ MOHHTOPUPOBAHWS W, TPH  YCJIOBUH €r0  MEPEHOCHMOCTH,
PEKOMEHIOBAaHHBIN JTUANa30H TepareBTUIECKOW KOHIICHTPAUK cocTaBisieT oT 14 mo 20
mr/n. IIpu orcyrctBum perausa AKP anxbroBanTHOE JieueHHE TPOBOAUTCS OT 2 110 5 JIeT.
YpoBens yOeauTeabHOCTH pekoMeHgaumii - B (ypoBeHp JOCTOBEpHOCTH

Jokasaresbsets - 11b).
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Kommenrtapuu: B 2004 2. no pewenuio EMA (European Medicine Agency) ¢ kauecmae
6asosoeo npenapama ons nevenus AKP npeonoscen 1 - (2-xnopgpenun) -1 - (4-
xnopghenun) -2,2-ouxnopaman, (o, n'-DDD, mumoman, auzodpen, xaoouman). Omo
eOUHCMBennblll, 6 Hacmosujee 6pems 0Oe3albMePHAMUSHbLI No  IPPeKmueHocmu
npenapam, cneyuuuHo Oelicmgyiowull Ha NYYKO8YIO, YACMUYHO Cemyamylo 30HY, U
nPUBOOAWULL K KIEMOYHOU 0e2eHepayuu Kopbl HAONOYEYHUKA, NPU IMOM, He 3ampacusds
kayboukosylo  30Hy. Hapsdy ¢ npomueoonyxonegeim 8o30elicmeuem, Mumoman
nogpescoaem GHYMpPUKIEMOYHble QepMeHmbl, YYacmeylowue 8 CUHmese Cmepouoos,
MAaKuM 00pasoMm, CHUMCAem UHMEHCUBHOCMb HAONOYEUHUKO8020 cmepoudozenesa [58,
59].

Ilpenapam ucnonvsyemcs 6 kauecmee oCHo8H020 cpedcmea xumuomepanuu AKP ¢ 1970
200a (pexomenoosan FDA — Agency of Food and Drug Administration USA)
svinyckaemes 6 mabaemxax no 0,5 2 noo naszeanuem Lysodren — komnanus HRA Pharma
(Paris, France) u Mitotane — xomnanus Bristol Meyer Squibb (New York, USA). Ha
Hacmoawull mMomenm npenapam 6 Poccuu ne sapecucmpuposan, 00Haro, 8 meyeHue
noumu 20 aem oo 1989 e. 6 6wiswem CCCP ycnewno npumeHsics npou3gooumblii Ha
Yxpaune xnoouman.

B ces3u ¢ 6o3modicHocmbio 610KUpOSamb CUHME3 KOPMU301d U ONACHOCTbIO PA3GUINUSL
oCmpoll  HAONOYEeUHUKOBOU HedOCMAmoYHOCmu, 0OoabHble, ROIyUaAlOwUe MUMOMAH,
HYIHCOArOMCst 8 3aMecmumenbHoll mepanuu 2nwokoxopmuxoudamu (Ipunosicenue I').

Ipu pesexmabenvuvix onyxonsax (RO-pesexyuu) 6 xauecmee advlOGAHMHOU mMepanuu
OUeBUOHOE NPEeUMyujecmeo MUMOMAHA HAOMO0Aemcss npu  OOCMUINCEHUU 6 KpPOBU
yenesoeo ouanazona Kowyemmpayuu (>14 me/n) (mMHocoyenmpoeoe ucciedosanue
ADIUVO). Ilpu Ro-pezexyuu uepes 35 nedenv ¢ momenma onepayuu y 50% Oonvhulx, ne
ROYUAIOWUX 3PDEKMUBHYI0 A0LIOBAHMHYIO MEPANUIO, OMMEUAemcsi MeCMHbLIL Peyuous
WU MEemacmaswl, 6 mo 6pemsi Kak npu 3QPhexmueHoli KOHYeHMpayuy MUmMomana 6 Kposu
Ha 5mom cpoke npozpeccust 6onesHu ommevaemes monavko y 32% nayuenmos [60-63].

Ilpu  myremuyenmposom auanuze s¢@exmugnocmu mumomana y 246 0OOnbHLIX
pacnpocmpanennvimu opmamu AKP (IV cmaous ENSAT) 6 26% nabniodenuii ommeuen
obvexmuesuwviti omeem 6 coomsememeuu ¢ kpumepusimu RECIST (11 6onvubix — noanwli
omeem, 52 — wacmuunwviii omeem) [64]. Ecau paccmompems omoenvhvle nyoiukayuu eue
MYTLMUYEHMPOBLIX  UCCLE008ANUL, MO HA O00CMAMOYHLIX Oomvwux eviboprax (75
nayuenmos ¢ pacnpocmpanennvim AKP) onucana onyxonesas peepeccusi bonee uem y
60% 6oavbHblX, 6 moM ciyuae, Ko20a Oblia OOCMUSHYMA MePanesmuyecKkas

KoHyenmpayus mumomana (bonee 14 wme/n) [65]. Hyoscno ommemumsv, umo 8
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b0bUUHCIBE UCCIeO08ANHUIL NO 3qbd)e1<muenocmu Mumomana npu pacnpocmpanennblx

gopmax AKP ommeuaromces credyiowue odugue meHOEHYUU U b1GOObL:

CYUAU NOJHO20 U3NEYEHUs. UMEION MeCO, HO A6JISI0MCS KpauHell peOKOCmbIo;
YQCMUYHBILL  UU  NOJIHBIL  ONYXONeBblll omeem 6 Nnooasiawulem 0O0IbUUHCIEE
ommeuaemcs 'y RNAYUEHMO8 C OOCIMUNCEHUEM Mepaneemuieckol KOHYeHmpayuu
mumomana 8 kposu [66—69].

He3a8UCUMO OMm OOCMUDIICEHUs. Yele6Ol MepanesmuyecKol KORYEeHmpayuy ommeuaemcs
yeenuueHue obwell evlocugaemocmu, 0Oonee OIUMENbHOU NPU YeNlesblX 3HAYEHUSX
mumomana 6 kposu [70—T7].

Ha ¢hone npuema mMumomana 6 OOALWUHCINEE HAOTIOOEHUN YOaemcs KOHMPOIUpo8ams
NPOsBNEHUs 2UNePKOPMULUIMA.

docmudiceHue Yeneoll KOHYeHmpayuu Mumomanda 6 Kpogu He ece20d 3aeucum om
npuHuMaemotl 003l npenapama, 8 O0bUEN CMeneHu 3a8UCUm Om KyMyIayuu 003bl,
CBA3GHHOU € ONUMENbHbIM NePUOOOM NOJYICUHU Npenapamd, umo OO0KaA3bleaem
HeobxXo0uMoCcms — MUjAmenbHO20 MOHUMOPUHEA VPOBHA MUMOMAHA 6 Kposu U
nocmostnHoll Koppexyuu 0ozel [68,69].

MUMOMAH uMeem V3Kull mepaneemuyeckuti Ouanda3on 003Upo8aHus, 02PAHUYEHHDbIH, C
00HOU CMOPOHDL, HEOOXO0OUMOCMbIO Oblcmpeliue20 OOCMUNCEHUS MepPanesmuiecKoll
KoHyenmpayuu npenapama 6onee 14 me/n, ¢ opyeou — nepenocumocmuio npenapama. B
yenesblx KOHYEHMPAayusx yacmoma nobouHvix s¢gpexmos cocmasnsem He menee 80%
HaOmooenuil  (munumym 1 nobounwil d¢pghexm), UHMEHCUBHOCTHL U  AMNAUMYOA
HeJCeNameNbHbIX KIUHUYECKUX NPOSGIeHU HAPACcmaem ¢ NPOSGIEeHUsMU KYMYISAYUU
003bl, NPOSGICHUSL UCUE3AION C OMMEHOU npenapama (cm. maob. “‘nobounvle s¢pghexmor”).
VMeHbuleHUe — YPOBHA  2MIOKOKOPMUKOUOO8 8 KpPOBU  C6A3AHO He MOJbKO C
AOPEHOIUMUYECKOU aKMUGHOCbI) MUMOMAHA, HO U C €20 UHOYKYUel NeYeHOUHO20
Kaupenca cmepouoos [78], 6 ceazu ¢ uem HeOOXO0UMO MUHUMYM OB8YKDAMHOE
yeenuuenue CMAHOAPMHOU  003bl  3AMeCMUMENbHOU  Mepanuy  HAONOYeYHUKOBOU
Hedocmamounocmu. Hedocmamounaa 0o3a 3amecmumenvHol mepanuy CHUMCAEm
NepeHOCUMOCb MUMOMAHA U ymsdicelisem e20 nobouHvle 3ghgexmul.

Takum 06pazom, MumomaH NOKA3GJl 3HAYUMENbHYIO IDHEKMUEHOCTb 6 OMHOUEHUU
be3peyuousnol svidcugaemocmu nocie Ro-pezexyuil u yayuuieHue nokazamenetl ooujeil

svlocugaemMocmu npu pacnpocmpanennovix popmax AKP.
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3.3 IluToTOKHCYECKAs Tepanus

o [larnmenTam c HeonepabenbHbIM AKP, Hamunem pacnpocTpaHEHHOTO METACTATHYECKOTO
mporiecca TOCJIE PE3CKIMHA TEPBUYHON OMyXOJH, OBICTPHIM TPOTPECCUPOBAHUEM
3a00J€BaHUsl PEKOMEHAYeTCSl Ha3Ha4aTh IUTOTOKCHYECKYI0 TEpamuio MO0 CXeMe
9TONO3HJ, IOKCOPYOMIMH, WHCIUIaTHH, MuToTaH (cxema EDP-M). Ilamuentst ¢
HEBBICOKOH OIYXOJICBOW HArpy3KoW W MEJJICHHOW MpOTrpeccHell MOTYT B KadecTBE
MEPBAYHOTO JICUCHHUS] HAXOJHWTHCS Ha MOHOTEpAllMd MHUTOTAHOM B KOMOWHAIIUHM C
BO3MOKHBIMU MECTHBIMH [IUTOPEAYKTUBHBIMU HIIH PAJHOIOTHYCCKUMH METOAAMH.
YpoBeHb yOeTIHTEIBLHOCTH PpeKkoMeHmammii - B (ypoBeHp JocTOBEpHOCTH
JoKa3atesbets - 11b)

Kommenrtapun: Ha monexynaprom yposue npu AKP eviaensemcs evicokuti ypogens P-
2nuxonpomeuna (6 nekomopuix ucmounuxax — MDR-1 multydrug resistance), ¢ komopuim
CBA3bIBAIOM  PE3UCMEHMHOCb  ONYXOU K XUMUOMEPANneemuieckomMy 6030elicmauro.
Omom  6enox  pyuxyuonupyem, kax ATD-3a6ucumas nexapcmeennas NOMNA,
MPAHCROPpMUPYIOWAs U3  KIemKU 2UOpoghobuble yumocmamuueckue npenapamol.
Hopmanvnas mranb Kopel HaonoueyHuxka npouzeooum 0Oonbuioe Koauvecmeo P-
2AUKONpOmMeuna, u sma cekpeyus coxpansemcs 8 oorvuwiuncmee AKP [79-82]. Xoms
Hanuyue P-enuxonpomeuna Aendemcs  6epoOAMHOU U CYWECMBEHHOU NPUYUHOU
Mynemuiekapcmeennou pesucmenmuocmu 6 AKP, maxowce ecmv P-enuxonpomeun-
He3a8UCUMble MEXAHUZMbI MYIbMUIEKAPCMEEHHOU PEe3UCTEHMHOCMU, KOMOopble MO2YM
00bACHAMb  HeIPDEKMUBHOCMb  He MOALKO  2UOPOPOOHbIX, HO U 2UOPOPUILHBIX
JleKapcmeenHnbx cpedcms muna yucniamuna [83].

Haubonee ycnewnvim —couemanuem npenapamog — NOIUXUMUOMEPANUU — NPUSHAH

’

“umanesaHcKuil” NPOMOKON: 8 Kauecmee COCMAGIAIOWUX UCHOAbIVIOMCS 3MON03UO,
O00KCOpYOUYUH U YUCNAAMUH, HA (POHe NOCOAHHO20 npuema mumomana (cxema EPD-M.
Hccneoosanue FIRM-ACT exnouano 304 nayuenma c pacnpocmpanHeHHbIM 8apuUanmom
AKP. Ilpu cpasnernuu yacmomvl omeema na mepanuto EPD-M 6 cpaenenuu co cxemoti
cmpenmo3zomoyun+mumomar (S+M) noxazarna oocmosepHo Oonee @vlcokas yacmoma
omeema na EPD-M: 23,2% npomue 9,2% na S+M (P < 0,001), u 6onvwee epems
cmabunuzayuu 3ab6o0aesanust (5 mec. npomug 2), HO He NOKA3AN0 3HAYUMBIX PA3IUYUL 6
obwetl svioicusaemocmut (14,8 mec. npomue 12,0) [84].

Peocumvr xumuomepanuu, npumensiemvle ¢ 1 tunuy 1e4enus pacnpoCmpaHeHHo20 paxa

KOpbl HAONOYEUHUKO8 NpedCcmasieHvl 8 madauye 2.

Tabnumna 2. PexxuMbl XUMUOTEpanvy, MpUMEHSIEMbIe B | JIMHUM JICUCHUS PACIPOCTPAHCHHOTO
paka KOpbI HAIIIOYCUHHKOB
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Cxema xumuomepanuu EDP-M:

I. smonosud 100me/m* 6/ 2-4 Onu;

00KCOpYOUYUH 40me/rm? 6/6 1 Oenv;

yucnnamun 40mz/m* 6/6 3 u 4 Onu;

MUMOMAH edNceOHesHO 8 003e, obecneuusarowell e2o cooepicanie 8 CbleOPOMKe KPOosU Ha
yposue 14-20 mxe/mn b6e3 nepepviea Mercoy YuKiamu XUMUOMEPanuu.

Kypc xumuomepanuu nosmopsiemcsi kaxcovie 28 Ouell.

1. smonosuod 100 me/m* 6/8 5-7 Onu;
ooxcopybuyun 20 me/mPe/6 1 u 8 onu;
yucnnamun 40 me/m® 6/6 1 u 9 onu;
MUMOMAH eXCeOHeBHO 6 003€e, 0DECNeUUBAIOUEIl €20 COOEPICAHUE 6 CbLBOPOMKE KPOBU HA
yposue 14-20 mxe/mn He3 nepepviea mMencoy Yukiamu XUMUOmepanuu.
Kypc xumuomepanuu nogmopsemcs xasicovie 28 oneil.

e B xauectBe Tepammm 2 JMHHM OONBHBIX pactpoctpaHeHHBIM AKP pexomenmoBana
KOMOMHALus reMiuTabraa u GropnupuMuanHoB (5-Gpropypaimin Wi KanerurabrH) Ha
(boHe npoonKaroierocs npuema Mmutorasa [85].

YpoBens yOeamTeqbHOCTH pekoMeHmamuii - B (ypoBeHe mocTOBepHOCTH

JoKazaTesbcTs - 11b)
Peorcumpr xumuomepanuu, npumensiemvie 60 2 TUHUU JeUEHUs. PACAPOCMPAHEHHO20 PAKA

KOPbl HAONOYEUHUKO8 NPedCmaegiensl 8 mabauye 3.

Tabmuma 3. PexuMbl XUMHOTEpaNiy, TPUMEHSIEMbIE BO 2 JIMHUH JIEYSHUST PACTIPOCTPAHEHHOTO
paka KOpbl HaJIIOYEUHUKOB

2
ecemyumadbun 800 me/m” 6/6 1, 8 onu kasicovie 21 Oenvw;
2
5-¢pmopypayun 200 me/m” 6/8 excedneéno 0o npocpeccuposanus 3a0601e8aHuUsL;
MUMOMAH eXHCeOHEeBHO 6 003e, 0DeCneyUsaIouell e20 COOePICAHUE 8 CbIBOPOMKE KPOSU HA YpoeHe 14-
20mKe/ma.

2
ecemyumadbun 800me/m” 1, 8 onu kascovie 21 Oenvb;
xkaneyumabun 1500me/cymru 6Hympb enceOHe8HO 00 NPocPeccupoB8anus 3a001e8aHUsL;
MUMOMAH exceOHesHO 8 003e, obecneyugalouell e2o cooepiIcanue 8 cbleoOpomke Kposu Ha yposue 14-
20 mxe/m.

o TapretHas Tepanus B HacTosIlee BpeMs HE PEKOMEHIOBaHA MM JICUSHHS
6onpHBIX pacnpocTpaHeHHbIM AKP, T.x. pesynbTaTel psjga HCCIENOBaHHH O
BO3MOKHOCTH NIPUMEHEHHUS MPenapaToB 3TOT0 Kiacca MpU paclpoCTpaHEHHBIX (popmax
AKP mpomeMOHCTPHpOBATM  HEYAOBICTBOPUTEIbHBIC pe3yabTaTel (Tabmmma 6,
npuioxenue ') [86].

YpoBeHb yOeauTenbHOCTH pexoMeHgaummii - B (ypoBeHb m0CTOBEpHOCTH

JoKasaTeiseTs - 11b)

KommenTapumn:

Onpedenennvle HA0EH#CObL CEAZAHBI C HOBbIM NPENAPAMOM UMMYHOMEPANUY ABeTyMAOOM,
onoKUpyrowum Ha onyxonegoil kiemke nueand PD-LI. B uccaedosanuu | gazer uz 19
NayueHmos, NOJIYYAWUX NPenapam nocie nPpocpeccupo8anus Ha NAAMUHOCOOEPIHCAUUX
cxemax xumuomepanuu, y 08yx ommeyen wacmuunwiii ogppexm (10,5%). Cmadbunuzayus

bonesnu nabooanacs y 5 nayuenmos (26,3%). Meouana epemenu 0o npoepeccuposanus
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cocmasuna 7,6 nedemv (95% CI: 5.9, 23.9), svlcusaemocmsv 6e€3 npocpeccuposanus 8
meuenue 12 neden» — 30.3% (95% Cl: 12.3, 50.7) [87].
Janvhetiwuii  ycnex OyO0ywux ucciedo8aHuil Ces3aH ¢ NOHUMAHUEM MOJIeKVISAPHO-

2eHemu4ecKux 0CHo8 pacnpocmpanennvix gpopm AKP.

3.4. lucTaHIMOHHAS JIyueBas Tepanusi

e  JlucranuuonHas jydeas Tepamnus (JJIT) pekoMeHnoBaHa B KadyeCcTBE MNAJUIMATUBHOM
Tepanuu 1pu Metactazax AKP B kocTu u ieHTpanbHyto HepBHYI0 cuctemy (30—40 I'peii)
[88].

YpoBens y0eauTeabHOCTH pekoMeHgamuii - B (ypoBeHb JOCTOBEpHOCTH
JoKasaTeasceTs - 1b).

KommenTapun: B Hacmosiwyee epems UCCLeOVIOMCS B03MONCHOCMU KOH@DOPMHOU
ayuesou mepanuu ¢ 3D-naanuposkoii kax npu nepesekmabenvHvix Popmax 3a001e8aHUA,
mak u 8 Kayecmee OONOJHUMENbHO20 Memood MeCmHO20 B030elCHeus nocie

HepaouKaIbHO20 Xupypauueckozo ieverus [89].

4. TeaﬁnnnTaunﬂ\

e PexoMmeHIyeTCs MPOBOANTH PEAOMIMTALNIO, OPUCHTHPYSACH HA OOMME MPHHITHITHI
peadmInTaluy MaLUEHTOB IOCJIE MPOBENEHHBIX XUPYPIHYECKUX BMELIATENILCTB H/MIIH

XUMHOTCPpAITUN.

e  Peabmmranuio 60JBHBIX, OMIEPUPOBAHHBIX 110 TIOBOIY TOPMOHAILHO-aKTHBHOM OITYXOJIH,
PEKOMEH/IOBAaHO HAINpPaBUTh HA NMPO(WIAKTUKY HAIIIOYEYHUKOBONH HEIOCTATOUYHOCTH B
MOCJICTIEPALIOHHOM MIEPHOJIE.

YpoBeHb  yoeaurteqabHocTH  pekoMengamuii - C  (ypoBeHb  JJOCTOBEPHOCTH
JI0Ka3atesbeTs — V)

5. JonosHuTeIbHAsA HHPOPMAIHSA, BIUSIOIIAS HA TeYeHNE U UCXO0]

3a00JieBaHUA
Ilpocrnoz npu AKP 6 ocHoéHoM 3asucum om cmaouu 3a001e8anus: S-lemmsis
sviocugaemocms npu I cmaouu — cocmasnsem 60%, ons I cmaouu 58%, npu Il — 24%, npu IV
— 0 — coomsemcmeenno. Obwas, HepaHICUPOBAHHAA NO  CMAOUAM, NAMUNEMHAA

svlocugaemocms Koneoremes om 16 0o 38%. Meouana obweu evigcueaemocmu npu IV cm.

menee 12 mec [90-94].
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Ilpu pacnpocmpanennvix opmax 3aboresanus (6oree 40% 60abHLIX HA MOMEHM
OUASHOCMUKY) 3HAYUMENbHOe OMPUYamenbHoe GIUsHUe HA CPOKU BbINCUBAHUS OKA3blEAem
CUHOPOM SUNEPKOPMUYUMA.

Onpedenenuviii. onmumMuzm cesa3an ¢ paspabomxou "cmanoapma' xumuomepanuu, u
paszeumuem HO8bIX NOOX0008 8 Xumuomepanuu (8o30elicmsue HA ONYXONEBbI AHSUO2EHE3,
nosigneHue HUSKOMONEKYIAPHbIX UH2UOUMOPO8 (DepMeHmos, UMMYHHble U 2eHemuuecKue

MemoObl GIUAHUSL HA ONYXOe8blll POCHL).
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Kpurtepun oneHkH KauecTBa MeIUIIUHCKOM MOMOIIA

Kpurepnii kauecTBa

Yposenn
JAOCTOBEPHOCTH
A0KA3aTeIBCTB

YpoBennb
y0eauTe IbHOCTH
peKoMeHIauuii

Ha sTamne MCXOAHOM TMAarHOCTHKU BBITIOJHEHBI
UCCIEIOBAHUS:  YPOBEHb KOPTHU30Ia KPOBH
mocie 1 Mr  JeKcaMeTa30HOBOTO — TEcCTa,
YpOBEHb 0a3anbHOTO AKTI  kposwu,
MeTaHe()pUHBI 1 HOpMeTaHe()PHUHBI CYTOYHOM
MOYH/TIIIa3MbI

Ib

A

Bemonneno KT ¢ koHTpacTHpoBaHHEM
HAJIIOYCYHHUKOB C OIpEIeTICHHEM IUIOTHOCTH
no HU s ompeneneHust 3710KaueCTBEHHOTO
HOTEHIHaIa

Brimonneno BU3YyaIU3UPYIOIIEe
HCCIEOBAaHHE OPTaHOB OPIONTHOW U T'PYTHOI
[OJIOCTEH Ul OLEHKM METacTaTHYECKOIro
nponecca  (KT/muddysznonnoe MPT/IIDT-
KT)

b
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s oKOHYATEeNbHOM pelakUUM U KOHTPOJIS KauecTBa PEKOMEHIAIMH ObUIM MOBTOPHO
IpOaHaIU3UPOBaHbl WIEHaAMHU pabodeill Ipymilbl, KOTOPbIE NMPULUIM K 3aKIIOYEHHI0, 4TO BCE
3aMeuYaHns ¥ KOMMEHTapHH KCIIEPTOB IPHHATH BO BHUMAaHHE, PUCK CHCTEMAaTHYECKUX OIIHOOK
IpH pa3paboTKe PEKOMEHJAUH CBEICH K MUHIMYMY.
VY aBTOPOB M HKCIEPTOB HE ObLIO KOHGUIMKTA MHTEPECOB MPU CO3AAHUM KIMHUYECKUX

PEKOMEH AU,
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Hpunoxenne A2. MeTogo10rusi pa3padoTKH KIMHHYECKHX PeKOMeH AN
MeTo/51, HCIOJIB30BAaHHBIE IS COOpa /CENeKIMU JOKa3aTebCTB: MTOUCK B AIEKTPOHHBIX
0a3ax JaHHBIX TI0 KIIOYCBBIM CJIOBaM, CBSI3aHHBIM aJPCHOKOPTHKAIBHBIM pPakoM H
COOTBETCTBYIOIIVMH  pa3felaMi KJIMHWYECKHMX pekoMeHnmanuii. OIeHka KkadecTBa W
PEIEeBaHTHOCTU HAMICHHBIX HCTOYHHKOB (AJree).
OnucaHue METOJOB, HCIIOJIb30BAHHBIX JUISl COOpa/CEeNeKIUN JOKa3aTeNIbCTB: JI0KA3aTeIbHOM
0a30if U1 peKOMEHMAWil SABIAIOTCS MyONMKaruy, Bomeanme B KoxpaHOBCKyr0o OMOIHOTEKY,
6a3b1 nanubix EMBASE 1 MEDLINE, e-library. T'nybuna noucka cocrasisina go 40 ner.
MeToapl, UCTIONB30BaHHBIE AJISI OLIEHKU YPOBHS JIOKa3aTeNILCTB:
*  KoHceHcyc 2kcniepToB;
*  OreHka 3HAYIMOCTH B COOTBETCTBHH C YPOBHAMH JTOKa3aTEILHOCTH.
LleneBas ayquTopus TaHHBIX KIMHHIECKUX PEKOMEHAIIHIA:
1. Bpauu - oHKosIOTH (YPOJIOTH, XUPYPT'H, XUMHOTEPATICBTHI);
2. Bpauu - 3HIOKPHHOJIOTH;
3. Bpauu ny4eBoil qTMarHOCTUKH;
4. Bpaum — maToNOroaHaTOMBI,
5. Bpauwu o6uieii npakTuku (CeMeiHbIe BpadH).

Taboauna II1 — YpoBHU JIOCTOBEPHOCTH JIOKA3aTENbCTB B COOTBETCTBHH C Kiaccu(UKanuen
ATEHTCTBA 10 MTOJIMTHKE MEJHITHHCKOT0 00cTyxnuBanus u uccienoanuii (AHCPR, 1992)

Yposuu

JOCTOBEPHOCTH Onucanue

J0Ka3aTeJbCTB

la I[OKa3aTCJ'ILHOCTL, OCHOBaHHa}‘I' Ha MCTa-aHalIu3€¢ paHAOMU3UPOBAHHBIX
KOHTPOJHMPYCEMBIX UCCIICJOBAHUN
HOKaSaTeJ'IBHOCTB, OCHOBaHHas KakK MHUHUMYM Ha OHOM

Ib PaHIOMHU3MPOBAHHOM  KOHTPOJIIMPYEMOM  HCCIACAOBAHMM C  XOPOIIUM
JIA3aitHOM

lla JlokazaTelbHOCTh, OCHOBaHHAas Kak MHUHMMYM Ha OJHOM KpYITHOM

HECPAaHAOMHU3UPOBAHHOM KOHTPOJIMPYEMOM HCCICJOBAHUN

b ,HOKE!?;EITCHBHOCTB, OCHOBaHHaA KakK MUHUMYM Ha OJHOM
KBa3HOKCIICPEMECHTAJIbHOM HMCCJICJOBAHUN C XOPOIINM JIU3aHOM

Jloka3aTeIbHOCTh, OCHOBaHHAsA Ha HEIKCIIEPUMEHTAJIBHBIX OMHUCATEIbHBIX
11 HCCIJIEIOBAHUAX C XOPOIIUM JTU3allHOM, THUIIA CPAaBHUTEIBHBIX UCCIIEIOBAHUMI,
KOPPEJSIIIMOHHBIX UCCIICAOBAHUIN M UCCIIEIOBAHUI CITydaii-KOHTPOJIb

v JloKa3aTelIbHOCTb, OCHOBAHHAs HA MHEHUH JKCIIEPTOB, HA OIBITE WJIM MHEHUH
aBTOPOB

Tabauna 12 — YpoBHU yOeqUTENHbHOCTH PEKOMEHIAIMI B COOTBETCTBUU C KiacCU(UKAIUCH
ATEHTCTBa UCCIIeIOBAHUN U OIICHKH KayeCcTBa MeJUIIMHCKOTo obcyuBanus (AHRQ, 1994)

Yposennb YpoBHHU
y0eauTeJbHOCTH J0CTOBEPHOCTH Onucanue
PeKOMeH Al UH A0KA3aTeJbCTB
A Ia, |b HOK&B&T@J’[BHOCTB, OCHOBAaHHas1 KaKk MUHUMYM Ha
OJTHOM PaHJIOMM3UPOBAHHOM KOHTPOJIUPYEMOM
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Yposenn YpoBHn
y0eauTeIbHOCTH JO0CTOBEPHOCTH Onucanue
peKOMeHAAI I JA0KA3aTeJIbLCTB

HCCICAOBAHNN C XOPOIIUM HH3aﬁHOM

Jloka3aTenbHOCTh, OCHOBaHHas Ha  XOPOIIO
B Ila, llb, I BBITTOJTHEHHBIX HEpaHIOMU3UPOBAHHBIX
KIMHAYECKUX MCCIEN0OBAHUIX

JlokazaTenpbHOCTh, OCHOBAaHHAS Ha MHCHHUHU
SKCIIEPTOB, HAa ONbBITE WIX MHEHHH aBTOPOB.
Vka3plBaeT Ha  OTCYTCTBHE  HCCIIEIOBaHHI
BBICOKOTO KayecTBa

Cc v

MeToabl, HMCIO/Ib30BAHHBbIC I (POPMY/IHMPOBAHMSA PEKOMEHAALMI — KOHCEHCYC
9KCTIEPTOB.

DKOHOMHYECKHI aHAJIN3

AHamu3 CTOMMOCTH HE TMPOBOJWICA M MyONHMKauu 1o (apMaKOIKOHOMHKE HE
AHATN3UPOBAJIHCE.

Metoa BaJMIM3alUM PEKOMeHAALMIi:

e  BHemHss 3KCniepTHAs OLIEHKA

e  BHyTpeHH:s SKCIIepTHAS OLIEHKA

OnucaHue MeTOa BATHIU3AIMH PEKOMEHIAIUI:

Hacrosiue pekomeHanum B IpeBapuTEIbHON BEPCUN PEIICH3UPOBAHBI HE3aBUCUMBIMHU
JKCIIepTaMM, KOTOpbIE TONPOCHWIM NPOKOMMEHTHPOBATh, MpPEXKIE BCEr0, HACKOJBKO
WHTEPIIPETAIHs JOKa3aTebCTB, JISKAIINX B OCHOBE PEKOMEHIALNI, JOCTYIHA IJIsI TOHUMAaHUSL.

KomMeHTapuu, mnonydeHHbIE OT OJKCHEPTOB, TINATENBHO CHUCTEMAaTU3UPOBAIUCH U
00CYXIaNnCh TMpeacenareneM W 4ieHamMHu pabodeil rpymmbl. Kaxaplii MyHKT 0OCYXKIaJCs |
BHOCHUMBIE B pe3yJbTaTe 3TOTO M3MEHEHHS B PEKOMEHAAIMH PETUCTPUPOBAINCH. Ecim ke
W3MEHEHUS He BHOCHIINCH, TO PETUCTPUPOBAINCH MIPUYUHBI OTKa3a OT BHECEHUs] N3MEHEHUH.

Jnst okoHYaTenbHOW penakuuh W KOHTPOJIA KadyecTBa PEKOMEHJAIMH TOBTOPHO
MPOAaHAIN3UPOBaHbl WICHAMH pabodveill TPyIIIbl, KOTOPBIE MPHUILUTH K 3aKIIOYCHHI0, 4TO BCE
3aMeuyaHHsi 1 KOMMEHTAPHH SKCIIEPTOB MPUHSITH BO BHUMAHKE, PUCK CUCTEMATUYCCKUX OIIMOOK
NpU pa3paboTKe pEKOMEHIAIMI CBeIeH K MUHUMYMY.

OOHOBJICHHST KJIMHUYECKAX PEKOMCHJANWMN: aKTyalu3alus TMPOBOJUTCS HE PEXE deM
OJIMH pa3 B TPH T0Jia C YUETOM MOSBUBIICHCS HOBOW MH(GOPMAIMU O JTUATHOCTHKE M TAKTHUKE
BeneHusl manmeHToB ¢ KM. Pemenne o0 oOHoBieHun npuHumaer M3 P® Ha ocHoBe
MPEJIOKEHUH, TPEACTABICHHBIX MEIUIUHCKUMH TPO(ECCHOHATIBHBIMH HEKOMMEPUECKUMHU
opranm3anmsMu.  ChopMUpOBaHHBIE TIPEIIOKEHHUS  JODKHBI  YYUTHIBATH — PE3YIbTATHI
KOMIUIEKCHOW OIIGHKHM JIEKaPCTBEHHBIX IMPErapaToB, MEIUIMHCKUX W3JENUi, a TaKKke

Pe3yabTaThl KIIMHUYECKOH arpoOalii.
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Ilpu otbope mnyOnuMKanui, Kak TOTEHIUAIGHBIX HCTOYHHKOB JIOKa3aTENbCTB,
WCTIOJIb30BaHHAS B KXKIIOM HCCIIEIOBAHUH METOJIOJIOTHS U3y4aeTCsl ISl TOTO, YTOOBI YOSIUThCS
B €€ JOCTOBEPHOCTU. Pe3ynbTaT u3yuyeHus BIIMSAET Ha YPOBEHb JOKA3aTEIbCTB, IPUCBANBAEMBII

r[y6nm<aum1, 9TO B CBOIO O4YE€PECAb BIIMACT HAa CHITY, BBITCKAIOIINUX U3 HEC peKOMCHZ[aLIPIﬁ.
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IIpunoxenune b. AnropurMsl JJedeHus: MaMEHTA

MauneHT ¢ nogospeHnem Ha 3noKa4yeCcTBEHHOE
HoBoOGpasoBaHune HagnoyeyHuka (KOO MKB10: C74)

A 4
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Hpunoxenne B. Ungopmanusa i mnanueHTa

AJpEeHOKOPTHKANBHBI paKk — TOTEHIHWAIbHO OMAacHOe Uil JKU3HM 3a0oieBaHmHe,
OCHOBOIIOJIATAIOIINI 3Tal JICUCHUS — yIaJCHHE NMEPBHYHONM OIyXOJIM C BO3MOXKHO HamOojee
paauKaNIbHBIM yIaJICHHEM BHEOIYXOJIEBBIX 04aroB mopaxeHws. K OoibIroMy coxajeHHIo, 3TO
HE Bcerjga JOCTHKAMO (TI0 pa3HBIM NPUYMHAM — TO3JHSS JUATHOCTHKA, TSHKEIOE COCTOSHHE
NAalMEeHTa MPH MPOSIBICHHAX TOPMOHAIBHON aKTUBHOCTH, OOJBIIAS PACIPOCTPAHEHHOCTh
mporecca, KOTAa paauKadbHas Olepands HECOBMECTHMa ¢ JKW3HBIO). [lamumeHty
pacIpoCTpaHEeHHBIM ITIPOIIECCOM BaXKHO IMOHUMaHHE, YTO IPOBE/ICHHE JICKAPCTBEHHON Teparin
BO3MOXHO, W Yy 3HAUMUTeNbHOH uacTh OonbHBIX  (OKomo 50%) BO3MOXXKHO IOCTHXKECHUE
JOCTAaTOYHO JJIMTEIBHBIX MEPUOAOB CTAOMIM3aHMU 3200JIeBaHMs IPH XOPOIIEM KaueCTBE JKU3HU
U COXpPAaHEHMH AaKTHBHOCTH. Y HEKOTOPOTO HEOOJBIIOrO YHCNA MAalHEeHTOB JIEKapCTBEHHAS
Teparnmus M03BOJIET JOOUTCS PerpecCHy OIMyXOJIH.

Kak HM mpu OAHOM JApyroMm 3a00J€BaHHU Ul MPOBEACHHS TAKOTO JICYCHHS MAalUCHT
JIOJDKCH TPOSBIATh KOMIUIAGHTHOCTH (IPUBEP)KCHHOCTh JICYCHUI0). [Ipu mpHeMe MHUTOTaHa
BO3MOJKHBI TOOOUYHBIE AP (HEKTHI, KOTOPBIE HEOOXOIMMO HEMEUIEHHO 03BYUHBATH KYPHUPYIOIIEMY
Bpauy. Bmecre ¢ MHTOTaHOM HEOOXOJMMa 3aMECTUTENbHAs Tepanus TOpMOHaMHU (H3-3a
HAIIOYCYHUKOBOM, THPCOMIHOW, AaHAPOTEHHOW HENOCTATOYHOCTH) TMPHUEM CTEPOHIHBIX
npernapaToB, TUPOKCHHA, YacTO — TemaToNmpoTEeKTOpoB. JlabopaTopHBI KOHTPOJbL YpPOBHS
MHUTOTaHA B KpOBH, OHOXMMHUYECKOE WCCIENOBaHNE IS KOHTPOJS Tepamuu Tpedyercs
JOCTaTO4YHO dYacto, 1 pa3 B 1-3 Mecsma, KOHTPOJb 32 Pa3MEpOM OMYyXOJH C ITOMOIIBIO
Tonrueckux MetoaoB (ro nokazanusm - Y3U, KT, MPT, I19T) npoBoauTcst Toxke He pexe, yeM
1 pa3 B 3 Mecsua.

KiroueBbIM MOMEHTOM B BEICHHM TallMeHTA SBIACTCS HaJIW4YHe Bpada-Kyparopa,
KOTOPBII XOPOIIO 3HAKOM C NPOOIEMATHKON JaHHOTO 3a00JICBaHU U CHOCOOCH OCYIIECTBIATh

AUCIICTUCPCKUC (I)yHKI_II/II/I B MyJTLTI/I)IPICHI/IHJTI/IHapHOﬁ KOMaHJI€ Bpaqefl.



IMpuno:xenue I'l. PekomeHnganum mo 3aMecTUTEIbHON Tepanuu Npu JedeHnu

MHUTOTAHOM

I'TFOKOKOPTHKOUIBL: C Ha4Yaja JIEYEHUSI MUTOTaHOM JI035I IIPEBHIMIAIOT OOBIYHEIE:

o T'mmpokopruzon 50-75 wmr;

o Koptuzona anerar 75-100 mr.

OreHKa 3aMeCTHTETFHON TePaIiX IIPOU3BOANTCS 10 KITMHIHIECKUM KPUTEPHAM:

O OIEHHWBaTh MHHEPAIKOPTHKOMIHYIO HEJOCTaTOYHOCTH IO YPOBHIO AJIICKTPOIIUTOB,
Koppeknusa — GryapoxkopTu3oH (koptuaehd);

O TUINOTOHAIU3M y MYXUYMH OLEHHMBAaeTCS 10 KIMHUYECKUM IPOSBICHUIM
(opexTHnbHas AUCHYHKIUS ¥ THHEKOMACTHS) IOATBEPXKIACTCS TOPMOHAIBHOM
onenkoif. [Ipu moaTBepskaeHUN TpeOyeT 3aMECTUTENRHOI TeparuH;

O  BTOPHYHBIN THIOTHPEO3 (THpeoTpomHbid ropMoH (TTTY) — HopMma, cHmkeHue cB. Ty)

— TpeOyeT 3aMECTUTENBHON TepaIuH.
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punoxenne I'2. Pekomenaanuu mo npuMeHEeHUI0 MUTOTAHA B KaYecTBe

aIbIOBAHTHOM Tepanuu

Havanpnas no3a 1 r B AeHb;, W Kaxable 4—7 nHeW moBelmeHMe Ha 1-2 T g0 8-10 T

€XeJHEBHO, WU 10 MaKCUMAaJIbHO IEPEHOCHMOM JI03bI; penapaTt NpuHuUMaeTcs 2—3 pasa B JIeHb

BO BpEMs €IbI.

[NoBbIIeHHE TO3BI PETYIUPYETCS:

o IlepeHocHMMOCTBIO TIpemapara;

o JlocTurHyToii TepaneBTHUECKO KOHIeHTpanuei (14—-20 mr/i).

OreHNBaTh YPOBCHb MUTOTaHA B KPOBU HEOOXOANMO:

o  Kaxjaple 4-8 Hex 10 TOCTHKEHMS TIeJIEBOM 30HEI;

O TIpH JOCTH)KEHHH IIEIEBOW 30HBI KXKIbIe 3 MeC B TeUeHHE 2 JIET, 3aTeM uepe3 Oolee
JUINTENIbHbIE HHTEPBAJILL.

KnuHnveckas 1 Tomuyeckas orieHka npoBoautcs 1 pa3 B 3 mMecsia.

Heo0xomumo ompeneneHne ypoBHS MUTOTaHa B KPOBH NPH BO3SHUKHOBEHHH IMOOOYHBIX

3¢ HexToB.

ITpu BO3HUKHOBEHUH MOOOYHBIX 3P dHeKToB:

O  HE3HAYUTENbHBIE — TPOJIODKUTH MUTOTAH, JICYUTh CUMIITOMBI;

O 3HAUYUTETbHBIE — BEPHYTCS K ITOCIEAHEH IEPEHOCUMOH 103€, JISYUTh CUMITTOMBI,

O  TSKeNble — MPEeKPaTUTh MUTOTAH, MPOBECTH CHEUU(UUECKOE JICUEHHE CHMITOMOB,

3aTEM BO30OHOBHUTH MMTOTAH C MajIbIX J03.

Taoauua I13. Tlo6ounsie 3¢ dekTh MUTOTaHA (ananTupoBaHo no Allolio, Fassnacht, 2006)

CuMIToMbI YacroTa
I"acTpouHTECTHHAIBHBIE: TOIIHOTA, PBOTA, JHapes OueHsb yacTo
HHC: connmBOCTh, 3aTOPMOXKEHHOCTb, aTakcHsi, Au3apTpus, | OueHb yacTo

T'OJIOBOKPYKCHUE, ACTTPECCHUS, CHUIKCHUEC ITaMATH, HOHHHCﬁpOHaTPIﬂ

HanmodyeunukoBast HEJOCTATOUYHOCTD

OueHb 4acTo

[lepBUYHBIN rMNOrOHAAU3M Y MYKUUH

Yacro

['mnexomacTtust Yacto
KosxHas chinb Yacto
AyTOUMMYHHBIH renaTuT Penxo

ApTepuainbHasi TUIEPTEH3US

O4eHb peiko

Junuionusi, peTuHONAaTUs, KaTapakTa, MaKyJISIPHBIM OTEK

O4eHb peiko

I'eMopparuyeckuii HUCTUT

Oyenb penko

Bupasx neyeHouHBIX GpepMeHTOB (B ocHOBHOM Y-I'T)

OueHpb 4acTo

YBenudeHue YPOBH: CBA3BIBAIOIIUX OCIIKOB

OueHb 9acTo

I'nnepxonecTepuHeMHs, THIICP TPUTITULICPHICMUSI

OueHb YacTo

‘YBennueHue BpeMEHU KPOBOTEUEHUsS

OueHb 4acTo

JletikoneHus Yacro
TpomOoLUTONICHUS], AaHEMUS Penxo
Nnpykuus MHUKPOCOMAaJIbHBIX MEYEHOUYHBIX ¢bepmenTtoB, | OdeHb 4acTo
YBEJIMYUBAIOLINX METa00IMUECKUI KJIUPEHC
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CUMITOMBI

Yacrora

TIIIOKOKOPTHKOCTEPOUI0B, 0apOuTyparTos, BapdhapuHa
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Ipuaoxenne I'3. Kpurepnu ageKBaTHOCTH ONlepaAlMU

RO IonHas pe3exuus ¢ OTCYTCTBHEM NIPU3HAKOB OIIYXOJIEBOIO POCTa

R1 [Ipn3HaKy OMyX0JIEBOT0 POCTA B KpasiX yaJeHHOH TKaHH

R2 OCTaTKH OIyXOJIH, MAaKPOCKOTIMYECKH BUIMIMBIC BO BPEMs OIIEPAITHH

Rx OIeHUTH aJICKBaTHOCTH OIIEPAIIMH HEBO3MOYKHO HJIH JIAHHBIC COMHHUTEIILHBI

44




Ipunoxenune I'4.. Kpurepuu oneHKH 0TBeTa COJMIHBIX OIYX0Jei HA JiedeHHe

no RECIST (Response Evaluation Criteria in Solid Tumors)

IMomueiii  oteer  (Complete |ITonHoe MCYE3HOBEHKE BCEX ONMYXOJICBBIX HOPAKEHUI B TEUCHHUE

Response - CR) 4 Hel c MOMEHTAa JOKYMEHTAILIUU IIOJTHOT'O OTBETa

Yacruuneiit  orBer  (Partial| Ymensiuenue, o cpaBHeHnto ¢ ucxomHbiM Ha 50% u Golee,

Response - PR) CYMMBI H3MEPEHUH 2 OONMBIINX MEePIEeHANKYISPHBIX IUAMETPOB,
910 ompenensieTcs B 2 HaOMIONCHMSAX MO KpaifHell Mepe B
teuenue 4 Hed. IIpu 3TOM AOIDKHBI OTCYTCTBOBATH MPHU3HAKH
IPOTpecCUpPOBaHMS 3a00IeBaHUS

IIporpeccupoBanue YBenmueHne pa3MepoB OIYXOJIM, IOSIBIEHHE JI000ro HOBOIO

3a0o0eBaHus (Progressive | oyara wim HOBOTO BBINIOTA, HJIH aCIUTA, CBI3aHHOTO C OMTyXOJIBIO

Disease - PD)

Crabummzanus  3a6oneBanus | HecoorBerctBue kputepusam CR wim PR npu otcyretBun PD

(Stable Disease - SD)

Taoanua I16. Ouenka pa3MepoB 0CHOBHOIO OIYX0JIEBOT0 04ara

Ionusiii otrser (Complete
Response - CR)

Vcue3HoBeHNE BceX OCHOBHBIX 09aroB. J[100o# M3 yBEIMYCHHBIX
TM(paTHYECKHUX Y3JI0B (OCHOBHBIX HMJIM JOTIOJHHUTEIBHBIX) JTOJDKCH
HMETh KOPOTKYIO och MeHee 10 MM

Yacruuneiit oteer (Partial
Response - PR)

VYMeHbIIIEHHEe CYMMBI JHaMETPOB OCHOBHBIX 04aroB HE MEHEe YeM
Ha 30%

IIporpeccupoBanue
3aboneBanus  (Progressive
Disease - PD)

VBemnuenne Ha 20% u Oosee CyMMBI AMaMETPOB OCHOBHBIX
04aroB, KOTOpast B a0COIOTHOM BBIPaXKEHHHU COCTABIISIET HE MCHEE
5 MM; TIOSIBIICHHE OJJHOTO FJIM HECKOIBKHUX HOBBIX 09aroB

Crabunuzanus 3a00JeBaHUS
(Stable Disease - SD)

Hecootserctaue kputepusim CR miu PR npu orcyrctun PD

Tao6auna I17. Onenka MeTacTATHYECKHX 0YaroB

Ionuei orBer (Complete
Response - CR)

Vcue3HOBEeHHE BCEX MOMOJHHUTENBHBIX OYaroB W HOpMAaHM3allHs
YPOBHS OIIYXOJIEBBIX MapkepoB. Bce mumdarndeckue y3ibl
JIOJKHBI UIMETh pa3mep MeHee 10 MM 1o KOpOTKO# ocu

ComunTenbHbIi oTBeT (Non-

CoxpaHeHHe OJJHOTO HJIH HECKOJBKHX OCHOBHBIX OYaron H/Aau

CR/Non-PD) COXpaHEHHE YPOBHS OMYXOJICBOI'0 MApKEPa BBIIIE HOPMBI
IMporpeccupoBanue OnHO3HAYHAST MPOTPECCHUsI JIOMONHUTENBHBIX 0YaroB, MOSBICHHE
3aboneBanust  (Progressive | 0qHOTO WM HECKOJIBKUX HOBBIX 0YaroB

Disease - PD)
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puaoxenne I'S. Ony0ankoBaHHbIE pe3yJbTaThI TApreTHoi Tepanuu AKP

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

Adrenocortical Carcinoma. 2013)

[Ipenapatsl MexaHu3Mm qeicTBHA, MUILIEHD Konnuectso Hcxonpt
TAIMEHTOB

CyHUTHHHO MynbTHKWHA3HBIN uHrudutop | 35 Crabwimzanus
(VEGFR, PDGFR, c-kit, FLT3, 3a00seBaHus — 5
RET)

Hukcyrymymad | KomOuHanus KWHa3HBIX | 26 Crabwiuzanus

+ temsuposumyc | uaruburopos (IGF-1R, mTOR) 3aboeBanus — 11

I'epurnano Wurn6urop  EGFR-curnamsnoro | 19 OtcyTcTBUE OTBETA
yTH

JloBUTHHUO MyabTUKUHA3HBII uarudutop | 17 Crabunusanus
(FGFR, PDGFR, VEGFR) 3abomeBanus — 4

bepanmsymab + | Marudurop  VEGF-curnamsaoro | 10 OtcyTcTBUE OTBETA

KamarerabuH yTH + LHUTOTOKCUIECKUI
penapar

Epnorunu6 + | Uarubutop  EGFR-curnambsnoro | 10 Crabunuzanus

TeMIUTaONH MyTH + LIUTOTOKCUYECKHUI 3aboeBaHust — 1
npenapar

Copadenn6d + | MynbTHKWHA3HBIN uHrudutop | 9 OTCyTCTBHUE OTBETA

MMaKIUTaKCET (BRAF, VEGFR, c-kit, PDGFR!) +
LUTOTOKCHYECKHUH IpenapaT

Hmatianb MynsTHKHHA3HEIH WHTHOHTOP (C- | 4 OtcyTcTBUE OTBETA
KIT and PDGF)

DBEpOJIMMYC Wurnourop mTOR-kuHa3bI 4 OTcyTCcTBUE bTBeTal Npumeyanme [OLIMP3]: Paszen
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«IlydanKanuu mo KIMHUYECKHM
PeKOMeHIANHAM» HE IPEAYCMOTPEH
TpeGoBaHUIMH. JlaHHBIE MyOIUKALNH
MOYKHO BKJIFOYHTB B CITMCOK HCITOJIB3YEeMOMH
JIATePATyPBI HIIH )K€ BCTABUTH B KAYECTBE
pasnena «IIpunokenne A3. CBa3aHHbIE
JIOKYMEHTBI».




