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BBEAEHWUE

ArpeccuBHbiit pubpomatos (Ad) — npeactasaset coboit
OMYX0/N Me3eHXMMa/IbHOIO MPOUCXOXAEHMNA, KOTOPbIe BO3-
HUKaT 13 $pnbpobaacTos, KNeTOK, ABAAIOLMECA OCHOBOM
coeAMHUTENIbHOM TKaHW. 3aboneBaHMe TaKKe U3BECTHO,
Kak gecMoungHbln ¢ubpomaTos, rnybokuin pubpomaTos,
Mbllle4YHO-anoHeBpoTUYecKmnii pnbpomaTos 1 gecMongHan
Onyxo/b. DTO arpeccuBHble HOBOO6pa3oBaHUA, 419 KOTOPbIX
XapaKkTepeH UHOUABLTPATUBHBIN POCT C TEHAEHLMEN K I0Ka/b-
HOMY peLuANBMPOBaAHUIO, BMECTE C TEM OHU NMPaKTUYECKM
HUKOrAa He MeTacTasupyloT. [laHHble ONyX0/IM MOTYT BO3-
HUKaTb B 110601 YacTu Tena, NPy 3TOM OTAE/ILHO BblAENAIOT
BHYTPMOPIOWMHHbBIE M 3KCTpaabgoMuHanbHbIe HOBOO6pa3o-
BaHMWA — BO3HMKalOWMe B OpraHax rosioBbl U Wewn, rpyAHOMN
KNeTKMW, B 061aCTU BEPXHUX U HUKHMX KOHevHocTe [1,2].
YacTtoTa BcTpeyaeMocTn AD cocTasafeT oT 2 Ao 6 cayyaes
Ha MUAJIMOH HacesneHnA, NMK 3a6oseBaeMoOCTN NPUXOANTCA
Ha Bo3pacT oT 30 go 40 neT, Yawe BCTpeyaeTCa Y XeHLUH
[3,4]. ExxerogHo B CLUA perncTtpupyetcsa okono 1700 HOBbIX
CNyyYaeB, HO UCTMHHAA pacNpoCTpaHeHHOCTb 3a6o/1eBaHMA Ha-
MHOTO Bbllle, MOCKOJ/IbKY NaLMeHTbl pPeAKO yMUpatoT OT 3TOro
3a6o/1eBaHMA, 4TO CKa3blBaeTCA Ha CTaTUCTHUKe.

Mo gaHHBIM NMTepaTypbl, pa3Hble aBTOPbI BbIAENAIOT C/le-
Aytolme paKTopbl pUCKa: NpejLecTByolLan TpaBMa, NoBbiLLe-
HMe ypPOBHA 3CTPOreHOB BO BpeMA bepeMeHHOCTH, BAuAoLLee
Ha pOCT OMyXO0/I1 1 Ha ee 06paTHbIN perpecc, a Takxe 6bi1u
3aperMcTpupoBaHbl Clly4an BO3SHMKHOBeHNA obpa3oBaHuA

3/IOKAYECTBEHHbBIE OMYXO0/IN
Malignant Tumors

B MeCTe Moc/eonepaLmMoHHbIX wpamos [5,6]. 90-95% aec-
MOMAHBIX ONyX0Nen ABAAIOTCA cnopagnyecknumu, a 5-10%
BO3HUMKAlOT NpU CeMeiHOM ageHoMaTo3HoM nosunose (CAM)
[6,7]. Y 8% 60/1bHbiX co crniopaguyeckum A® 6b11m 0TMEeYEHbl
cNny4Yan BOSHUKHOBEHUA KOJIOPEKTalbHOrO paKa B CEMelfHOM
aHaMHese, 4TO CBMAETeNbCTBYET O reHeTMYeCKol npejpano-
JIOXEHHOCTU K 3TOMY 3a6oneBaHuio [8].

MOJIEKYJIAPHO-
FTEEHETUYECKWME HAPYLUEHWNA

JlecMongHble onyXxonn xapaKkTepusyloTca MyTaumamMm
B reHe B-kateHuHa (CTNNB1) uaun APC [6,9-11]. 3To npusogmMT
K ancperynaumm nytn WNT, koTopblii npegoTBpalaeT gerpa-
AALMIO LMTO30/1bHOrO B-KaTeHuHa [12]. HekoTopble U3 3Tux
reHOB y4acTBYIOT B npoaudepauun u ¢ubpose (ADAM12,
Fap-1a, WISP1 u SOX11). HanpoTtus, Apyrve y4acTeyioT
B aHruorerese (VEGF — ¢pakTop pocTa sHAOTENUSA COCYAOB)
W aKTMBauum peuentopos dakTopa pocta (COX2 (Umka-
oKcUreHasa-2), akTMBMpya GaKkTop pocTa TPOM6OUUTOB
(PDGF) — a u B) [13].

Mpv 3TOoM No AaHHbIM pAja aBTOPOB 60/1bWMHCTBO 60/1b-
Hbix (85%) nmetoT MyTauum B reHe CTNNB1: 41A, 45F n 45P
B 59%, 33% u 8% c/yyaeB cooTBETCTBEHHO [14]. MyTauus
45F accouynnpoBanach c 601ee BbICOKOWN H4aCTOTOMN BO3HMK-
HOBEHWA NN0OKaNbLHOTO peLnAanBa y NaLMeHToB C NepBUYHbIMMY,
MO/IHOCTbIO pe3eLpoBaHHbIMM cnopaauyeckumn J10, n 6bina

Tom/vol. 14(3s1) 2024



36

POCCHACKNR
OHKONOTHYECKHD
KOHTPECE 2024

Hanbosee pacnpocTpaHeHa B 3KCTpaabA0MMHaNbHbIX 06pa-
3o0BaHusax [15]. Mpu MegmaHe HabaogeHus 31 Mecay 5-n1eTHss
BB coctaBnan 58% 1 74% cooTBETCTBEHHO 414 NAaLNEHTOB
c myTaumeint CTNNB1 n c onyxonamu gukoro tuna [16].

KANHUYECKAA KAPTUHA

A® MoXeT npoTekaTb AnUTelbHO 6eccuMnToMHoO. MepBbie
npusHaku 3aboneBaHna —37o 60sb, gepopmaLms, Bbi3BaHHbIE
KoMMnpeccueit, 3po3neit 1 paspylleHNeM PacnoOKeHHbIX
pagom cTpykTyp. 10 o6nagaoT UHGUABTPATUBHBLIM POCTOM,
NPOHUKanA B COCeZiHNe opraHsbl, pacumanbHblie NPOCTPaHCTBA,
CXMUMaIOT KPOBEHOCHbBIE COCYAbI M HepBbl. [TopaxeHue MbiLL,
HepBOB M COCY/0B MPUBOAAT K TAKMM CUMNTOMaM, Kak 60/b,
OrpaHuUyYeHune NOABMIKHOCTM UK ux gedpopmaumio [5]. Ony-
XO/1, MOpaxkatlne KOHeYHOCTH, OFPaHNYMBAIOT ABUKEHNA
CYCTaBOB M BbI3bIBAOT XPOMOTY U/IN TPYAHOCTM MPU ABUKEHUN
PYK MAW HOT.

Knununyeckoe TeveHmne HenpegcKkasyemo, Tak kak JO Mo-
ryT pacTu Kak o4eHb 6bICTPO, TaK 1 O4eHb Me/IeHHO, MPU 3TOM
npuMepHo 10-28% 1O ckNOHHbI k 06paTHOI perpeccun (22%
ANA BHe6pOWHbIX onyxosel, 28% Ans onyxosieit 6plolWHON
nonoctu). 30% UMeIT LMKANYECKOEe Pa3BUTUE- TO PacTyT,
To perpeccupytoT, 50% He MeHAIOTCA C MOMEHTa NOCTaHOBKM
AuvarHosa, a 10% uMetoT 6bicTpyto nporpeccuio [5,17]. Cum-
TaeTcA, 4TO ONYXO/IM Ha KOHEYHOCTAX /IOKa/IbHO arpeccuBHbI
M MMeloT YacToTy peunaunsos oT 24% po 77%. JlokanbHble
nokasaTe /i1 peLMAMBOB BHYTPUOPIOLWHBIX ONyX0ael y naym-
eHToB c CAI Bbilwe, 4eM y BHe6pIoLWHbIX 06pasoBaHuUii 1 co-
ctaBnnet 57-86% [5]. CMepTHOCTb CBA3aHa C pacrnosioXeHneMm
OMYXO/N U BJIUAHNEM Ha CMEXHble CTPYKTYPHI.

ANATHOCTUKA

Mpu nogo3speHnn Ha AP gnarHoCTUYECKMIA NOUCK BKAIO-
YyaeT M3yyeHune aHaMHe3a, GU3NKaA/NbHLIN OCMOTP, KJAUHU-
KO-peHTreHo/0rnyecKkmne MeToAbl, 1 6MONCUI0, MOCKONbKY
OKOHYaTe/IbHbIW 4MarHO3 MOXHO NOCTaBUTb TO/IbKO C NOMO-
Wbt rMCTONOrUYECKOro aHanusa [17,18.]. Ans o6Hapyxe-
HWUA AJepPHON rMnepaKcnpeccum B-kaTeHMHa B ONYX0NeBbIX
KNeTKax NCMoNb3yeTCcA UMMYHOITMCTOXUMUYECKMI aHans,
O/lHaKO 3TOT MapKep He cneuynduyer gna AP un He asna-
eTCsA NoJIOKUTENbHBIM BO BCex cayvanx [19]. feHeTuuyeckoe
TecTMpOBaHWe NPMMeHAETCA 418 MOWCKa MyTaL MM B reHax
CTNNB1 uaun APC [20]. MUcnonb3oBaHue MeTOZ0B BU3ya-
NN3aLnn 3aBUCUT OT PacnoioXKeHNA ONyXoan: Hanpumep,
KT aBnsaertcsa metogoM Bbi6opa Ana BHyTpubpirowHoi 0,
B TO BpeMA Kak MPT — npeano4TuTenbHbIN MeTO ANA BHe-
6ptowHbIX onyxonen. ¥3M valie ncnonb3yeTca Npu onyxonfx,
PacnoNOXeHHbIX Ha KOHEYHOCTAX UM GplOWHOM cTeHKe [21].
Pag ownboK B AMarHoCTUKe CBA3aH C TeM, 4TO Npu NpoBeje-
HUW TMCTONOrMYecKoro nccnegoeaiunsa O nMeloT cxoACTBO
C APYrMMU MModu6pobaacTHbIMM 3a601eBaHUAMM (HanpuMep,
capKkoMoWi, cTpoMasibHol onyxonbio KT, y3nosbim pacuynm-
TOM uan nenomuomoit) [22].
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JIEYEHUE A®

MN3-3a peKoli BCTPe4aeMOCTM NOAXOAbI K 1€4EHUIO faH-
HOW KOropTbl 60/1bHBIX CYLeCTBEHHO OrpaHnyeHbl, 0406peH-
Hble MeTo/bl N1e4eHnn oTCyTCTBYIOT. BMecTe c Tem B 2020 roay
ESMO ony6ankoBano no pesynbraTtaM NpOBEAEHHOrO 10~
6anbHOrO KOHCeHCYyca anropuTm neveHns A® (puc. 1) B ye-
nom, 3a nocneaHune 10 neT B neveHnn naumneHTos ¢ A® npo-
nsolwen cABuUr napaaurmel. [lo asToro BpeMeHun jecMonjHble
ONyXONM NeYNNN KaK 3/10Ka4eCTBEHHble CApKOMbI MATKNX
TKaHeM, 4acTo C MOMOLLbI0 O4YeHb 06WMPHBIX ONepauuii. Tenepb
noaxog ctan ropasao 6onee kKoHcepBaTUBHbLIM. McxoaHo
y 6osblunHCcTBa NauneHTos c AP npeanprMHMMaeTCA akTUBHOE
HabaoaeHne. CornacHo faHHbIM HeJaBHUX PETPOCNEKTUB-
HbIX aHa/IN30B 3TOT NOAXO/ MOXeT 6bITb 0CO6EeHHO Lieneco-
06pa3HbIM ANA OTAE/NbHbIX MaLNEHTOB C pe3eKkTabenbHbIMK
onyxonsMu (npu 6€CCMMNTOMHOM TeYeHUM, He60/IbLLIOM pas-
Mepe, pacrno/ioXeHnM B MecTax, rje yBeJn4eHne pasmMepos
He U3MEHUT pe3y/ibTaT onepaLumn u He NpuBejeT K PyHKLNO-
HaNbHbIM OrpaHmyeHunsm) [8,23]. Mpu npoAoKEHHOM pocTe
OMYyXO0J/I1 COTNIaCHO PeLLEHNI0 KOHCUIMYMa BpaYeid, NaLneHThl
MOryT 6bITb NOABEPrHYThl XMPYPrn4eCKOMY BMeLIaTeIbCTBY
n/vnv nyvyeson Tepanuu U/ Man NeKapCTBEHHOMY JIeHeHMUIO.

Xupyprvnyeckoe BMellaTeNbCTBO ABNAETCA OCHOBHbIM
METOZOM /IeYeHUs NaLMeHToB ¢ pesekTabenbHeiMm [0 [24].
PacnonoxeHne n pasMep onyxosin, Bo3pacT nayuneHTa
M COCTOAHME KpaeB pe3eKL N ABNAOTCA GpaKTOpaMu pUCKa,
CBA3aHHbIMU C MECTHbIM PeLlANBOM Nocae pesekynn. BHe-
6ptolHbIe ONyX0n uMetoT 60s1ee BbICOKMIN PUCK peLnanBa,
yeM abaoMuHanbHbIe [25,26].

Mpv HeYKNOHHOM NPOrpeccMpoBaHNM ONMYX0NEBOro Npo-
Lecca, yCM1eHMM CUMMTOMOB MJ/IN BbICOKOM pPUCKe peunjnsa
NCCN pekoMeHAYIOT BapuMaHTbl 1e4eHUA B 3aBUCMMOCTH
OT aHaTOMMYeCKOro pacnosioXeHna o6pa3oBaHMA U €ro Kau-
HUKW. XMpypruyeckoe BMellaTeIbCTBO He CYMTaeTCA BapuaH-
TOM JIe4eHNA NepBON IMHMK, 38 UCK/IIOYEHNEM ONpe/eleHHbIX
KNVHWYECKMNX CNyYaeB, eC/IN 3TO pelleHne NMPUHATO Mex-
AVNCLUNANHAPHON KOMaHAOW. [py BO3MOXHOCTM NpoBeje-
HWA OMepauun ee Lenb A0/KHA 3aK/104aTbCA B TOM, YTOGbI
MonbITaTbCA COXPaHUTh GpyHKLMIO opraHa [21].

Takxe B paZie NCTO4HMKOB cooblaeTca 06 ncnonb3oBaHUK
APYTUX NOKaNbHbIX MeTOAOB fiedeHuna. o gaHHbBIM UTepa-
TYpbl, cOo6LiaeTCcA 0 NONYYEHHbIX NPenMyLiecTBax y naLuneH-
TOB C NPOrpeccMpyoWMMN NAN MECTHO-PaCcNpPOCTPaHEHHbIMU
A0 npu npuMeHeHNN N301MPOBaHHOM Nepdy3MM KOHEYHOCTH
(MMK) c dakTopoM Hekpo3a onyxonu asbda u MendanaHom.
Mpu MmegnaHe HabaoaeHna 7 nety 90% un3 25 nayneHToB 6bin
AOCTUTHYT KOHTPOAb Haj 3aboneBaHneM; us Huxy 40% pas-
BWU/IOCb NPOrpeccMpoBaHue 3abonesanus cnycra 2 roga [27].
Mcnonb3oeanue Hu3Kom Ao3bl TNF (1 Mr) noMoraet yMeHblwUTb
4acTOTy BO3HWKHOBEHUA U CTeneHb NMPOAB/EHNA MOH6OUHBIX
3¢ dekTOB. B page cnyyaes coobuanoch, 4To Kpnoabaauusa
Takxe ABnAetTcA 3¢pGeKTUBHLIM a/bTEePHATUBHbLIM MeTO-
AOM fleyeHnn npu BHebprowHbIX JO Hebonbworo pasmepa.
CRYODESMO-1-3T0 npocneKkTMBHOE NCCAe0BaHNE, B KOTOpPOe
BK/IlOYA/INCb NaLuneHThl ¢ BHe6ptowHbiMu 1O, He nognexa-
wue pesekynn. NMepBMyHaA KOHeYHad TOYKa — OTCYTCTBUE

3/IOKAYECTBEHHbIE OMYXO/N
Malignant Tumors
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PucyHok 1. ANropuTM nedeHns naymentos c A® (Koncencyc EORTC n STBSG, 2020, 2023)

nporpeccupoBaHus 3aboneBaHna B TedeHne 12 mecAaues.
N3 42 naymneHToB, 12-40CTUrAN NONHOro oTBeTa, 11-4acTuny-
Horo oTBeTa, a OO coctaBna 55%. OTcyTCcTBME NpOrpeccnpo-
BaHWA B TedeHne 12 MecALleB 66110 oTMeyeHO y 36 13 42 naum-
eHTOB (86 %), 4TO MO3BO/IN/IO AOCTUYL NEPBUYHON KOHEYHOM
TOYKU uccnepoaHuna. Megmnana BB He 6bina gocTUrHyTa
npu AONTOCPOYHOM HabatogeHUN. OAHUM U3 ABHBIX MPenMy-
wecTB KpMoabnauunm nepes ApyruMm MeTofammn ABnseTCA
BM3yasn3aLnsa onyxosn BoO BpeMs NpoLeAypbl C MOMOLLbIO
KT, 4T0 06bIYHO HEe4OCTYMHO NpU APYrUX MeTOAaX, HanpuMep,
npu paguodactoTHoit abnauum (PYA) [28].

JIEKAPCTBEHHAA TEPANKUA

Mpun Hepe3sekTabenbHbIX, 6bICTPOPACTYWNX, CUMNTO-
MaTUYeCKUX N YTPOXKalWnX MU3HN HoBoobpasoBaHMNAX
npeAnoYTUTENbHO UCNO/b30BaTb XMMMOTepanuio. MoryT
MCnonb3oBaTbCA METOTPeKcaT B CO4eTaHMM C BUH6NAaCTUHOM
uAu BUHOpen6uHoM [29,30] mam MoHoTepanus BUHOPeIBUHOM
[31], a TakKe cxeMbl Ha OCHOBE aHTPaLUKANHOB (aHanormy-
Hble CXeMaM 419 NaLMEeHTOB C CAPKOMOM MArKWX TKaHeit) [32]
WAN NernampoBaHHOro JINMOCOMaAbHOro AoKcopybuumnHa
[33-35]. XuMuoTepanesTmyeckan KOM6UHALNA METOTPEK-
caTa v BMH6/1aCTMHA YaCTO MCNONb3YyeTCA B NegMaTpruyecKom
nonynaumMmn, Tak Kak oHa MMeeT Hanbobluee KONYeCTBO AaH-
HbIX y AeTei. BaXXHO OTMeTUTb, YTO PaHAOMMU3NPOBaHHbIX
nccnesosaHuin npu AP Ana 3TUX CXEM XMMUOTEpanun He Npo-
BOAW/OCH. MIMeloTCA Nnllb JOBONLHO Hebo/blIME OTYeEThI
0 CEepUAX CyHYaeB UM He60NbILOM KOAIMYECTBE NaLMeHTOB [6].
Bbi6op cxeMbl XMUOTEPANMM J01XKeH 6bITb UHANBUAYANbHBIM
ANA KaXA0ro nauneHTa, v cnejyeT y4nTbiBaTb OTCPOHEHHYIO
TOKCMYHOCTb 3TUX areHTOB, TaKne, Kak KapANOTOKCMYHOCTb,
runeptoHus, becnnogue. [lna MoaoAbIX B3pOC/IbIX NaLLMEHTOB

3/IOKAYECTBEHHbBIE OMYXO0/IN
Malignant Tumors

NernnnpoBaHHbIA IMMOCOMa/IbHbIN AOKCOPYOULIMH MOXKeET 6bITb
npeAnoYTUTENbHbIM B Ka4eCTBe aHTPALMK/IMHOBOIO pexunMa
n3-3a ero 60s1ee HU3KOro pUCKa CepAeYHOM TOKCUYHOCTMN.

PaHee npu gaHHO NaTONIOrUN B Ka4eCTBE MePBOWA IMHUN
Tepanuu WMPOKO NCNO/Ib30Banacb FOPMOHOTEpanua, Hanpu-
Mep, TaMoKcudeH, [36] unm ee kombuHaumsa c HMNBC [37]. E&
npeuMylecTBaMn CHMTaNNCh ManasA TOKCUYHOCTb, pejKue
no6oyYHble ABJEHUA N HU3KaA cTouMocTb. OgHaKo yacToTa
OTBeTa Ha le4yeHune OKasasiaCb HU3KOI, KPOMe TOrO, He yanoch
NpoAeMOHCTPUPOBaTb YETKOW B3aMMOCBA3MN MeXAY U3Me-
HEHUAMU CUMNTOMOB M Pa3MepoM OMyXoJ/ieBblX o4aros [38].
Mo3ToMy B cnyyae ee UCNONb30BaHMA NMPU NPOrpeccMpoBaHnn
Ha ¢poHe npMeMa ropMOHa/bHON Tepanuu NN arpecCUBHOM
TeyeHunmn 3aboneBaHua uenecoob6pasHo NpoBejeHNe HU3KO-
AO03HOM XMMUOTepanun c MeTOTpeKcaToM n/uav suHbnactu-
HOM/BUHOpenb6uHOM [39], unu 6-8 LMKNOB XMMMOTEpaNUY
C UCMO/Ib30BaHVMEM aHTPaLUKAUHOBBIX pexuMos [40].

TKW xopowo nsydeHsl npu A® 1 agaatoTca euje ogHUM
BapMaHTOM le4eHMNs, OCHOBAHHOM Ha OCTAaTO4YHOM Ko/lnye-
CTBE K/IMHUYECKUX UccaesoBaHui (Taba. 1) Bbiio nposeseHo
MHOXeCTBO He6ONbWNX NPOCNEKTUBHbIX OAHOTrPYMNMOBbLIX
nccnefoBaHWM C NCNO/b30OBAHNEM eXefHEeBHOro MMaTu-
HM6a, HO NoKasaTenu oTeeTa 6bi1U HeBbICOKUMU (6 %—19 %)
[41]. B ogHOM U3 nccnegosanuit |l Gpasbl NpOBOAUAM OLEHKY
sdPekTa uMaTuHUGa Npu HepesekTabenbHbIx onyxonax. BbM
cocTtaBuna 66%, a HOO — 6%, BpeMa A4OCTMIKeHMA oTBeTa
BapbmpoBano ot 19 go 26 mecaues [42].

CopadeHnnb oueHnBanm B ucciegosanum |l pasbl, BKAOYAB-
weM 87 naLMeHTOB C NPOrpeccMpyoLWMMN UAN PeLuANBUPYIO-
wumu 0. MNpun MegmnaHe HabatogeHnn 27 MecsLeB 2-1eTHAA BB
cocTtaBuna 81% s rpynne copadpeHnba npotne 36% Brpynne naa-
ue6o, nocne kpoccosepa HOO B rpynne copadpeHnba coctasuna
33% 1 20% B rpynne nnaue6o. MeagnaHa BpeMeHun 40 oTBeTa
coctaBuna 9,6 mecaua B rpynne copapennda n 13,3 Mecaua
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d¢dexkTnsHocts TKU npu Ad

Heinrich 19 MpeaneyeHHble NaLUNEHTbI MmaTtuHmn6 800 mr 325 gHent 16 53 37 NE

Penel 35 Pagnonornyeckoe nogreep- MMaTnHn6 400 mMr 1roa 1 80 67 55
X/ EeHWe nporpecnuposaHmsa
3aboneBaHus

Chugh 49 MecTHo-pacnpocTpaHeHHoe | MMaTuHn6 200-600 Mr | [lo nporpeccupoBaHmns 6 84 66 NE
3aboneBaHue

Kasper 38 | lNporpeccupoBaHue NmatnHmn6 800 mr 2ropa 19 65 59 45
3aboneBaHus no RECIST

Gounder 50 MporpeccuposaHue CopadeHunb 400 mr [lo nporpeccuposaHua 33 NE 89 81
MU MoABAEHUE CUMMNTOMOB

Toulmonde 48 | lporpeccuposaHue MasonaHun6 800 mr Trog 37 84 86 67

3a6onesaHus no RECIST

B rpynne naaue6o [44]. Hanbonee yacto coobuwanocs o Hexe-
nartesbHbix agneHusax (HA) 1 uam 2 cteneHn: nagoHHo-nogo-
WBEHHbIN CUHAPOM (69%), cbinb (73%), ycTanoctb (67 %), ru-
neptonus (55%), anapes (51%) v TowHoTa (49%). HecmoTps
Ha TO, 4To copadeHmnb B HacTosAlee BpeMA ABAALTCA OAHUM
13 Hanbonee pacnpocTpaHeHHbIX MeToA0B sevenuns [lO, ero
NpYMeHeHKe OrpaHNYEeHO B CBA3M C ero No604HbIMM 3dpPeKTamu.

B uccnepgoBanuum Il passl DESMOPAZ, BkatoumBwnM 72 na-
uMeHTa ANA TepanumnnasonaHnboM B CpaBHEHNM C METOTpPeKca-
TOM M BUH6N1ACTUHOM, 6b1/10 BbIABNEHO, 4TO Yy 84 % NayMeHTOB
Brpynne nasonaHuba BBl coxpaHaeTcs B TedeHMe 6 MecALeB
no cpaBHeHuIo € 45% nayneHToB, NONy4aBWNX MeTOTpeKcaT
n BUH6MacTuH [45]. Yawe Bcero BcTpevanucs HA 1-2 cTenexm:
yctanoctsb (75%), anapes (65%), TowHoTa u peoTa (54 %),
rosiosHas 6ob (40%), NafOHHO-MOAOWBEHHBIA CUHAPOM
(33%) un aHopekcus (33%). MpocnekTUBHbIE NCCNEA0BAHMA,
cpaBHuMBatoLne nasonaHnb c copadpeHn60OM, He NPOBOAUANC,
nebibop Mexxay TKN yacto onpegensetcanpodpunem nobou-
HbIX 3P PeKTOB 1 CONyTCTBYIOLLEl NaToNOrne naymeHTa.

Takum obpasoMm, npu ncnonbsosanun TKU, B nepsyto ove-
peAb npy AeveHnn nasonaHnb6om n copadpeHnbomM oTMevaeTCA
yayudlleHne nokasatenen 3¢ PpeKTUBHOCTU U ya06CTBO Nnep-
opa/sbHOro nNpueMa 3TUX NpenapaToB, O4HAKO UX MpUMeHe-
HWe NHorAa 3aTpyAHAeTCA U3-3a N10XON NepeHOCUMOCTH
M BO3MOXHOCTU BO3HUKHOBEHMNA JONTOCPOYHBIX MO6OUYHbBIX
3¢ peKTOB (B 4aCTHOCTM, runepToHuu). TakxKe UMetoTCs onpe-
AeNleHHble OrpaHNyYeHns, CBA3aHHbIe C TeM, YTO BCe 3TU Nnpe-
napatbl ucnonbsytotcsa npu AP off-label.

HOBbIE HATPABJIEHNA

B nocnepHee BpeMA NOABUANCHL HOBbIE CTPAaTErnn Ie4eHUs,
BO3/JeNCTBYOWMe Ha cMrHanbHbI NyTb NOTCH ¢ noMolybio
UHrM6éuTopos raMma-cekpetassl [46]. CyuecTByeT YeTkoe
060CcHOBaHMe CNO/b30BaHNA MHTMOMTOPOB raMMa-ceKpeTasbl
npn A®. CnepyeT OTMETUTb, 4TO 3TM OMYXO/IM B BLICOKOM CTe-
neHu skcnpeccupytot Notch [41]. Ha6atoganocs nepekpectHoe
B3aumogeiicTme Mexxay nytem Notch mu nytem Wnt/p -kate-
HWHa, a Takxe akTuBauua nyTn Notch B pesynbtaTte Hapy-
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WeHWA peryasummu co cTopoHbl Nyt Wnt/B -kaTeHnuna [47].
MyTtb Notch MoxHO 3a610KMpOBaTb MHIMGUTOPaMM ramMMa-
cexkpetassbl [41]. Murubnposatue Notch Moxer 3amMegnuTsb
npoaudepalmio KNeTOK v Bbi3BaTb anonTos [48]. B HacToAwee
BpeMA paspabaTbiBaloTca 2 MHFrM6MTOpa raMma-cekpeTassl
ANA LeCMOUAHBIX onyXosel: HuporauectaT n AL102.
MepBbIM MHITM6NTOPOM ramMma-ceKkpeTasbl, KOTOpPbHIN
6b11 ncnbiTad Npu AD, asnseTca HUporayectaT. Huporaue-
CTaT — CeNeKTMBHbIN NepopasibHbIl HU3KOMOEKYNAPHbI
MHrMOMTOP raMMa-ceKpeTasbl, KOTOPbIM MPOAEMOHCTPUpPOBan
NPOTUBOONYXO/IEBYIO aKTUBHOCTb B MCC/e0BaHMAX pas3bl
Il cynpaenaeMbiM npopunem nobouHbix 3pdekTos [9,49].
3T0 CTas0 OCHOBOW AnA uccaeposanma DeFi, pesynbTathl
KoToporo 6bi npeacTaBieHbl Ha KoHrpecce EBponeiickoro
oblwecTsa MegUUUHCKOM oHKonoruu (ESMO) B 2022 roay.
Ncneposanune DeFi 6b110 rno6anbHbIM paHAOMU3NPOBAHHBIM
ABOWHBLIM CenbiM NaaLeb0-KOHTPONPpYeMbIM UCCe0Ba-
HueM ¢asbl I, cpaBHUBatOWNM 3P PeKTUBHOCTD, Ge3onacHOCTb
M NepeHOCHMOCTb HMpoOraLecTaTa no cpaBHeHMo ¢ naaue6o
Y B3pOC/bIX NauneHToB c nporpeccupytowmm A®. Huporaue-
CTaT CTaTUCTMYECKMN 3HAYMMO CHU3W PUCK MPOrpeccupoBaHma
3aboneBaHns Ha 71% no cpaBHeHuto c naauebo. MegnaHa
BB ans nnayeb6o coctasmna 15,1 Mecaua v He 6bi1a 4OCTUT-
HyTa A/1A HUporauecTaTa M3-3a Ma/10ro KoainyecTsa cobbITUN
(HR: 0,29; 95% AW: 0,15-0,55; P < 0,001) [49]. YOO ansa Hu-
porauecTtaTa coctasunna 41% no cpaBHeHuto ¢ 8% B rpynne
nnaue6o (P <.001); 5 naymeHTos (7%), NoNyYaBWMX HUPO-
rawecTaT, LOCTUI/IN MOIHOFO OTBETa NO CPaBHEHMIO C OTCYT-
CTBMEM MO/IHOrO OTBeTa B rpynne naaue6o. MegnaHa BpeMeHn
A0 06BEKTMBHOrO oTBeTa cocTaBuaa 5,6 mecaues (gnana-
30H: 2,6-19,4 MecALa) 4NA HUpPOrauecTaTa Mo CPaBHEHUIO
¢ 11,1 mecayamu (gnanasoH: 2,8-16,4 Mecsua) ans naaue6o
[49]. KpoMe Toro, 66110 MOKa3aHO y/yyLleHMe KauecTBa KU3HM
no paAy nokasaTenei u ymeHblueHne 60an, obycnoBaeHHOM
onyxoJsieBbIM NpoueccoM. MHrmbutop ramma-cekpeTassl npo-
AEMOHCTpPMpOBAnN ynpaeafaeMblii npopunb 6esonacHocTy,
npw atoM 95% Bcex HA 66111 1/2 cTenenu [49,50]. Brarogaps
3TUM pe3y/bTaTaM HMporauecTaT CTa/ nepBbiM 0406peHHbIM
npenapaTtoM ANA Ne4eHNA AeCMOUAHbIX OMYXONei U CTaH-
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AapTOM Nle4eHNA NaLMeHTOB C 4eCMOUAHBIMU ONYX0AAMMU,
KoTOopbIM TpebyeTcsa cucteMHoe siedeHue [50].

Kpome Toro, Ha ToM e KoHrpecce 6b1amn npeacTaBieHs
pesynbTaThl uccnegosanma RINGSIDE (NCT04871282) c npu-
MeHeHneM AL102, koTopbli ABAsileTCA elye OAHUM MOLLHbIM
nepopasibHbIM UHTMEMTOPOM raMMa-cekpeTasbl. DTO KOM-
6vHnpoBaHHoe uccaegosanue ¢pasbl I/, oueHunsatouee
AL102 npu nporpeccupytouiem A®. AL102 B Lenom xopouo
nepeHOCU/CA C ynpaBafaeMbiM Nnpoduiem 6esonacHocTH,
6e3no6ouHbix 3¢pdekTOB 4/5 cTeneHn, 60nbWINHCTBO NO060Y-
HbIX 3¢ deKToB 6bian 1/2 cTenenn. B yactu A (¢pasa ll) 6bina
npo/eMOHCTpUpoBaHa ero 3gpGeKTUBHOCTb, NPM 3TOM NepBbIN
cnyydann YO Habaopanca Ha 16 Hegene, a 3 cayyas 1O 6bian
OTMeyeHbl B Te4eHWe nepuoga HabawgeHna. Pesyabtathl
uccnegosanusa dpassl |l (Yacts A) HawAu noaTBepKAEHME
B dase Il (MacTu B) c HauanbHOM £030¥ 1,2 MI OAUH pa3 B AeHb
ANA cpaBHeHus ¢ naaue6bo [51].

OpHako cneayeT OTMETUTD, HTO Bhillle YNOMAHYThie Npe-
napatbl He 3aperncTpupoBaHbl 4N nevyenna A® u, cnegosa-
TeNbHO, HeOCTYMNHbI B 60/1bIWIMHCTBE CTPaH. [lnAa pacwmpeHns
onumMin cMcTeMHow Tepanun naymneHTos c A® HeobxogmMo yBe-
NINYNTb BKAOYEeHNe 60bHBIX B KIMHUYECKME NCcae0BaHuA.
B HacToAwee BpeMA NPOXOAUT UCCNef0BaHMeE, OLleHUBalOLLee
HUporauecTaT B NONyAALMM NaLNEHTOB 4eTCKOro Bo3pacTa
(NCT04195399), uccnegosatuel/lpasbi TeraBusmuHTa, MHrM6M-
TOp B-KaTeHWHa, NpU peLnanBUpYOLLMX/pedpaKTePHbIX CONNA-
HbIXOMYX0/1AX, BKAo4as gecMoungrsie (NCT04851119) n apyrue.
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