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OB30P

AHHOTaUMA

B 0630pe paccmaTtpuBatoTca 0cO6eHHOCTY peaKux onyxonein — MefIKOKNeTOUYHbIX pakoB BHenerouHon nokanmsauum (MPBJ1). O6-
CY>XX[JaloTCA BO3MOXKHbIE MOAXOAb! K JIEUEHMIO 3TOWN HEGAronpuATHOW rpynnbl onyxonei. MPBJT MOXeT BCTpeyaTbCsi BO BCEX OP-
raHax. Mo KnnMHMYeckomMy TeueHuo 1 MOpPdOIOrM 3TOT PaK CXOX C MENIKOKNETOUYHbIM pakom (MP) nerkoro. OTHOCKTCA K rpynmne
Hu3KoanddepeHLMPOBaHHbIX HEMPOIHAOKPUHHbIX ONyX0sel C BbICOKMM MHAEKCOM NponndepaTUBHOM akTUBHOCTW. B nuTepaty-
pe nmeeTcs HebonbLIoe Yncno nybnmnkaumi, nocesweHHbix MPBJ1. B 0CHOBHOM 3TO onvcaHUs PasfnyHbIX KIMHUYECKMX CyYyaeB
¢ KoMmMeHTapuamn. Hanbonee yacto MPBJT BCTpeyaeTcs B )KEHCKUX NONOBbIX OPraHax, XesyqoyHO-KULWEeYHOM TpaKTe, FeHUTOoY-
puHapHbIi MP, MP B o6nactu ronosbl/wen. Onucaxbl cnyyan MP 1 B opyrux opraHax. Ana neuenusa MPBJT 06bluHO ncnonb3ytoTca
pekomeHaaumu, paspaboTtaHHble ansa MP nerkoro, 1 yxe nosiBANNCb OTAeNbHble NYOGNMKaLUM Mo KCNob30BaHNIO MMMYHOTEpPa-
nuu npu MPBJ1. AHanu3 BoCTynHON NTepaTypbl NO3BONAET cAenaTb BblBof O TOM, UTo MPBJ1 npeactaBnseT 6onbluyio npobnemy,
TpebytoLyto 6onee rnyboKoro n3yyeHna N NPUHATUA KOHCEHCYCHbIX PeKOMEeHAALMI NO BefleHWI0 fJaHHbIX 60NbHbIX.
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Abstract

The review shows the features of rare tumors — extrapulmonary small cell carcinomas (EPSCC). The possible approaches for the
treatment of this unfavorable group of tumors are discussed. EPSCC can occur in every organ. The clinical course and morphology
of EPSCC are similar to small lung cell carcinoma (SCLC). EPSCC belongs to the group of low-grade neuroendocrine tumors with
high proliferative activity. There are a small number of publications in the literature concerning EPSCC. Basically, these publications
concerning the various clinical cases with comments. Most often, EPSCC occurs in the female genital tract, gastrointestinal tract,
genitourinary SCC and known cases of SCC of the head and neck. The cases concerning SCC in other organs are also described. For
the treatment of EPSCC are usually applied guidelines developed for SCLC, and several publications on the use of immunotherapy
in the treatment of EPSCC have already appeared. The analysis of the available literature let us suggest EPSCC is a big problem that
requires a more in-depth study and consensus guidelines adoption for the management of these patients.
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€JIKOKJICTOYHBI paK BHEJIErOYHOH JIOKAJIM3ALHUH
M (MPBJI) sBnsiercs peaxuM 3a0oiieBaHHEM, MOXKET
BCTpEYaThCs BO BCeX opraHax. [1o KIMHHYEeCKOMY Te-
YEHUI0, MOP(HOTIOTUU CXOXK C MEITKOKJIETOUHBIM PaKOM JIETKOTr0
(MPJI). Menkoknerounstii pak (MP) sBnsiercs HuzkonudpdepeH-
IUPOBaHHOW HEeHpO’HJOKpHHHOU omyxosblo (H30) ¢ BBICO-
KHM MHAEKCOM mponudeparuBHoii aktuBHOCTH Ki67 50-100%.
MP cocTouT U3 HeOGONBIMINX MOHOMOP(HEIX KJIETOK C Y3KOH 110~
X0 pa3IMYUMON IUTOIMIIAa3MOH ¢ MEIKOIPaHyIMPOBAHHBIM XPO-
MaTHHOM B pax, SAPBILIKYA He BU3yanusupyrores [1].
B nutepatype umeercst HeOONBIIOE YHUCIIO MTyOIMKAIHUii, TTO-
cesamieHHbIX MPBJI. B ocHOBHOM 3TO omucaHus pa3IU4HBIX
KJIMHUUYECKUX CIy4aeB ¢ KOMMEHTAPUIMHU.

MPBIJI cocraBnser 2—4% Bcex MP [2]. Bnepseie MP tumy-
ca 0Oe3 BoByieueHus nerkux onucad B 1930 r. Duguid u Kennedy,
MOCJIE TOTO IOSBUIHCH COOOMIEHUSI O BO3MOXKHOCTH BO3HHK-
HoBeHHs1 MP Bo Bcex aHaToMuueckux obnactsax. Jus jgeueHus
MPBJI 00BI9HO UCTIONB3YIOTCS PEKOMEHIALINH, pa3paboTaHHBIE
nnst MPJI. HaubGonee wacto MP BcTpedaroTcst B )KEHCKHUX ITOJIO-
BBIX OpraHax (0cCoOSHHO LIelKa MAaTKH), KeJyJOYHO-KHIIETHOM
Tpakte — XXKT (ocobeHHO mumieBon), reHUTOypuHApHBIE MP
(ocoOeHHO MOYEBOH Iy3BIPh U MPOCTATA), B 00IACTH TOJNOBEI U
nred. OnuceiBaroTcst MP 1 apyrux opraHos.

BoapmuucTBO G0sbHEIX MP cTapme 50 net. Uckiaouenue —
pak MIeWKH MaTKH, KOTOPBIH Yale BCTPEYaeTCs y MOJIOJBIX.
VY myxuuH — yame MP numeBona, Mo4eBOro mys3slpsi, rojo-
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BBI U IlIE€HU, y )KEHIINH 00JIee YacTO BBISBIAETCSA PaK >KEITIHO-
T'O IIy3BIpSL.

B 2007 r. 1. Cicin u coaBT. [3] omyOIHKOBaJIM PETPOCICK-
THBHOE HCCIIEIOBAHUE II0 CPABHEHHUIO 3KCTPANyJIbMOHAIBHO-
ro MP ¢ MPJI. Onenensl 65 OGONBHBIX, MONYYaBIINX JICICHHE
B 1999-2006 rr. (11 6onbHEIx MPBJI, 54 Gonbueix MPJI). BeI-
KuBaeMocTh 6e3 mporpeccupoBanust (BBII) s Bcex 00mbpHBIX
MPBIJI cocraBuia 7 mec. Taxoke 7 Mec okazanack BBI1 y 60mbHBIX
pactpoctpaneHabiM MPJI. O6mas BenkuBaemocth (OB) 11s Beex
6osbHBIX MPBJI coctaBuna 32 u 28 Mec — npH pacnpoCTpaHEeH-
ue1x MPBJIL. ITpu MPJI BBIT - 5 mec u OB — 10 mec. [Ipu pacmpo-
ctpaHeHHoM Ipouecce BBII — 3 mec u OB — 5 mec. OB oka3zanach
nyue npu MPBJI o cpaBrenuto ¢ MPJI. DTo oTHOCHTCS TaKke K
OOJIBHBIM C PACIIPOCTPAHCHHBIM IpoIieccOM. MeTacTasbl B FOJIOB-
Ho¥ Mo3r game orMedeHs! ipu MPJIL. Cpenu 6onsHbIx MPBIT 45%
coctasuiy nanueHTs ¢ MP JKKT (1 — mpsimast kumika, 2 — xend-
HBIX ITy3BIpsl, 2 — TIO[KEITY IOYHBIE skene3bl). Cpean Apyrux 00ib-
HBIX NEPBUYHBIC OIyXOJH JOKAJIN30BAJIUCh B MOYEBOM ITy3bIpe
(3 6onbHBIX), B 1eiike MaTku (1 6onpHast), 6e3 BBIABIEHHOrO Iep-
BHUYHOTO o4ara — 2 60IbHBIX. JIeueHne MpoBOMIIOCE TT0 aHAJIOT U
¢ MPJI: xumuorepanus (XT) 1-if munun pexumom EP/C. [IBym
GOJIBHBIM C JIOKAJIM30BAaHHBIM MPOIIECCOM (IIpsiMasi KUIIKA U MOYe-
BOH ITy3bIPb) BHITIOTHEHBI paIUKaIbHAS ONEPAIHs C aABIOBAHTHOI
XT u nyqesas tepanus (JIT). Bo 2-it tuHuN j1edeHUs UCIOIB30-
BaJICs TONOTEKaH. ABTOpPHI AeTatoT BbIBOJ, 4o MPBJI B pa3nnu-
HBIX OpraHax OTIAMYAIOTCA MO KIMHUYECKONH KapTUHE W MPOTHO-
3y. HeoOxomum c6op mHpOpManuu Ha Gosiee KPyIHBIX IPyIHax
0OJILHEIX IS BRISIBJIEHHUS OCOOEHHOCTEN TeueHus 3a00J€BaHUS 1,
BO3MOKHO, pa3pabOTKM HOBBIX HMOAXOAOB K JIEYEHHIO ITHX OOIb-
HBIX. OTMedeHo Oojee ONarompusTHOE TEUSHHE IT0 CPABHEHHIO C
MPIJL. Ilpu BeisBneHur MP B pa3inyHbIX opraHax HeoOXOIHUMO
uckmountb MPJI. Xapakrep meractasuposanuss MPBJI Heckounb-
ko omnyaerca oT MPJL. XapakTepHo mopaskeHUE perHOHAPHBIX
nuMdOy3JI0B, MEUYCHHU, MITKHX TKaHEH, KoCcTel. MeTacTtassl B ro-
n0BHOM Mo3re peako (13—17% mpotus 30—-40% mpu MPJI).

B xmaccudukanum HeHpOIHAOKPUHHBIX THHEKOJIOTHMYECKHUX
onyxoueit (Bcemupnast opranusanus 3napaBooxpanenus, 2014) B
THIAX OMYXOJeH yKa3aHbl MEIKOKJIeTOUHbIe KaprauHoMBI (MK):
ssmaHuKH — MK nerounoro Ttuma, meiika matku — MK nenug-
(depennupoBaHHas kapunHoma, BarnHa — MK Hennddepennn-
poBanHas kapuuHoMa, ByiasBa — MK HenuddepeHunpoBannas
KapuuHOMa 0apTOJIMHHUEBBIX jKelle3, MaTouHas Tpyoa — MK ne-
muddepenupoBannas kapuuHoMa, teno Matku — MK Heaug-
(epeHunpOBaHHAS KAPIIHOMA.

MP damie Bcero BcTpewaetcs cpequ HOO mieliku MaTku U
coctaBnser 0,5-6% Bcex 3JI0KaYeCTBEHHBIX OMyXOJied MIEHKHU
MaTku. [1o rucTONIOrnuecKkoil CTpyKType, arpecCUBHOCTH Teue-
Hust, nporaody MP moxox Ha MPJI [4, 5].

Knunuueckue npossieHus MP melku MaTku NMOX0XH Ha
JpyTrHue MOATHIIBI paka meidkn MaTku. IIpu nocraHoBke Mopdo-
JOTHYECKOr0 AUarHo3a PeKOMEHYeTCsI BBINOIHATh HMMYHOTH-
CTOXUMHYECKOe HccienoBaHue. IIATuneTHsAs BBDKMBAEMOCTh
npu MP meiixu matku — 36% (mpu pacripocTpaHEHHOH CTaIuu —
14%). YacTo mpu OCTaHOBKE TUATHO3a BEISBIISIIOTCS METaCTa3bl
B IMM(QOY3JIax, yaile ObIBAIOT PEIVINBEL

B pa6ore J. Chan u coaBrt. [6] mpoBeaeH MyJIbTHBapHAHT-
HBIl aHAJIU3 TPOTHOCTHYECKUX (akTopoB mpu MP meiiku mat-
k#. [INIOXMMH IPOrHOCTHYECKUMH (haKTOPaMH, BIMSIOIUMHE Ha
BBDKHBAEMOCTh, Ha3BaHbI KyPEHHE U PaCIIPOCTPAHEHHAs CTaAHS
3abo1eBaHUsI.

PanguxanpHas ructepakToMus 3(QQEeKTHBHA TOJIBKO y 0O0JIb-
HBIX C PAHHHMH CTaJUsAMHU 3a0oseBanus. [UINTeIbHOE BpEeMs 10
MIPOTPECCHPOBAHMS OTMEUEHO Y OONBHBIX C MaJIEHBKOM OMyX0-
JbIO, TIOAXOSIINX /ISl ONEPAIlK U C OTPHULATEIbHBIMH IIOCIIe-
OIEepaLlMOHHBIMU KpassMH. PoJb mepBUYHOM WIIK MTOCIEONIEPaLit-
OHHON XMMHUOJy4YEBOM Tepanuu HesicHa.

B 6onbpImoM peTpoCneKTHBHOM aHaJIn3e, IPOBEIEHHOM B OJI-
HOHM KJIMHHMKE, CPaBHUBAIUCh MOP(OJIOrHYECKHEe U KINHHYe-
ckue ga"ublie 32 60nbpHBIX MP mieiiku Mmatku v 65 OOJIBHBIX IJIO-
CKOKJIETOUYHBIM paKkoM miedku MaTku [7]. Bcem GonbHBIM Ha
panHux cragusax (I-IIA) BblmoiHeHa paauKalibHAs T'UCTEPIK-
tomus. Ilocneonepanuonnas agpioBanTHass XT wnm JIT vame
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ucnosp3oBanack npu MP. PesynbraTel leueHuss He OTINYAIUCH
MEXIy PaHHHMU U PacIpOCTPaHEHHBIMU cTagusMu. [lomyden-
HBIE Pe3yJbTaThl 0 HU3KON BBDKMBAEMOCTH IPH PAaHHHUX CTa-
JUSX TPU UCTIONB30BAHNN ONEPATUBHOTO U aJbIOBAHTHOTO JIe-
YeHHS TOBOPAT O HEOOXOAMMOCTH JaibHeHIed pa3paboTku
JTAHHOTO BOMPOca. ABTOPHI CYUTAIOT, YTO OCHOBHOM IPOrHOCTH-
yeckui (akTop — NMMQOBACKYIIPHAs WHBAa3HUs U BOBJICUCHUE
nmapaMeTpasbHOH KIETYaTKH, a He pa3Mep OIyXosu. Xupypru-
4eCcKoe JIe4eHNe, BEPOSTHO, JOJKHO IIPOBOJUTHCS HE BCEM 0O0JIb-
HbIM. OCTaJIbHBIE JJOIKHBI TTOy4aTh XMMHOIYUEBYIO TEPAIHIO.
Heo0xoamMo MpofokKUTh N3yUeHHE IIPOTHOCTHYECKUX (PaKTO-
poB npu paHHuX craguax MP [8].

MHorue aBTOpbI yKa3bIBalOT Ha TO, YTO MPH PacIpOCTPaHEH-
HBIX CTaUAX 3a00JICBaHUS MU PEUANBAX 1o aHanoruu ¢ MPJI
nmomxHa ucnoib3oBatbes XT EP (3Tomosun + mucnnatus/Kap-
Oomarul) B komOnHanuu ¢ JIT mo mokaszanusm. TpexietHss
BeDkHBaeMocTh pu [-11 craguu — 80%, a mpu [II-1V cragmm —
38%. MecTHblii pertuans — y 13% OonbHBIX, y 28% — oTHalcH-
HBIE METacCTa3bl B JETKUX, KOCTAX. OOCykaeTcs BO3MOKHOCTh
WCTIONB30BaHMS allbTepHATHBHOTO pexxkuma [5, 7, 9—11].

Xopomo u3BecTHO, uTo npu MPJI ncnone3yercst mpodunak-
THyeckoe obOmyueHue roaoHoro mosra (IIOM), yuurtsiBas ya-
croty MetactazupoBaHus. [Ipm MP meiiku marku [IOM mpu
pPaHHHX CTagUsAX HE HCIoib3yercs. Takoil BBIBOJ cliellaH IpH
aHaJIn3e Pe3yIbTaTOB O HU3KOM MPOIIEHTE METAaCTa3upPOBAHUS B
TOJIOBHOM MO3T, nipeactaBieHHbIX P. Hoskins u coasr. [9].

MP SHYHUKOB NpENCTABICH ABYMS IOJATHIIAMU: I'HIIEPKaJb-
LIMEMHUYECKUH U JIETOUHBIH. DTH MOATHUIIBI UMEIOT MOP(OIOrH-
YeCKHe U KIMHUYECKHE pa3nudus. JIerOuHBIN THI OTMEYEH y
GoJee MOKMITBIX OONBHEIX (25—85 11eT), runepKkantblueMAn HeT,
45% OuatepalibHOE MOPaKEHUE, THCTOJOTHIECKHEe 0COOCHHO-
CTH, BUMEHTHHA HET, aHeymIouaus y 63% 6onbpHbIX. [ Hmepkans-
UEeMHUYecKnd THIL: Oostee MoJotoi Bo3pacT (14 mec — 44 ropa),
runepkanbuueMus y 2 u3 3 6onpHbIX, 1% — OuarepasibHOE 110-
paskeHHe, THCTOJIOTHYECKUE 0COOCHHOCTH, HAINIHE BUMEHTHHA
B 50%, TUTUIONAHS ¥ BceX OOMBHBIX [5].

MP su4YHUKOB — arpeccuBHOE 3aboseBanue. Mopdooruye-
cku nmoxox Ha MPJI. B neyeHuHM MCHONB3YyIOTCS CTaHAAPTHbBIE
XUPypPrudecKre BMEeIIaTeIbCTBa C MOCIEAYIOEH albIOBaHTHO
XT, kax npu MPJIL. Ilpu runepkaiablHeMHUYECKOM THUIIE 4acTO
BBISIBJIIIOTCSl THIIEPKANBIUEMHUs, THIIOHATPUEMHS U 3aJeprKKa
JKUAKOCTH. B 3TOM cilydyae MOXET MCIIOJIB30BaThCsl CHMIITOMA-
Tudeckas tepanus: peruapatauus 0,9% NaCl, repanus 6ucdoc-
(hoHaTaMu, coyeBOM ANMype3.

BonbmuHCTBO MAaIMEHTOB YMUPAIOT B IepBbIe 12 roxa.

B Hacrosimiee BpeMsi HE CYIIECTBYET €IMHBIX PEKOMEHMa-
uui no neyenuro MP auunukoB. HekoTopsle aBTOpPBI CUUTALOT,
9TO TIPH JITOYHOM THIe MP SHYHHKOB pagWKaibHOE XHPYpP-
IMYECKOe BMEIIATEIBCTBO HE MPUBOAUT K YIyULICHUIO PE3yJib-
TaTtoB [12]. ABTOp CYHTaeT, YTO CTOUT ONEPHPOBATH TOIBKO
I cragmio 3aboneBanms. bomee pacmpocTpaHeHHBIE CTaguu
omnepupoBath Herenecoodpasno [13, 14]. Pexomenayercs wuc-
nosib30BaHue agbroBaHTHOM XT. Ilpy runepkanbLuueMHUecKOM
THIE — 3TONO3UA, HUCIIATHH/KapOOIUIATHH, BUHKAAIKAaJIOH-
bl obnmanarot Gonburelt addexruBHOCTHIO [12]. [l nerouHo-
rO THIA, N0 OJHUM JaHHBIM, 3Q()EKTHUBHBI 3TONO3H] U AHTpA-
IUKIINHBL, TI0 APYTUM AaHHBIM — HPUHOTEKaH + IUCIUIaTHH [14].
JuckyTtupyrorcs Bornpocsl o mecte JIT.

MP Bnaranuia siBiaseTcs peakoi onyxomnbto. B nureparyp-
HOM 0030pe T.II. TaruGoBoit u coasT. [15] yka3zaHo, 4TO A0
ssuBaps 2016 r. umeercs onucanue Bcero 30 ciydaeB Hepo-
SHIOKPUHHOIO paka Biaranuima [15]. YV HeKOTOphIX OOJIBHBIX
MOXET OTMeYaThCs BEIPAOOTKA OMOMOTHIECKH AKTHBHBIX aMH-
HOB, BKJIFOYasi CEPOTOHHH, aJIbOCTEPOH, aJ[PEHOKOPTHKOTPOII-
HBI TOPMOH. B HEKOTOPBIX ClTydasX 3HJOKPUHHBIE CHMIITOMBI
MOT'YT pa3BHBAThCS IIPU penuauBax 3abonesanus. [IpoBoant-
csl JedeHue, aHaiornyHoe MP meliku mMaTku, ¢ MCIIOJIb30Ba-
HUEM XUPYPTHUHU TOJBKO IIPU PAaHHUX CTAAUAX. YuuteiBas He-
6IarONpUSTHBIN NPOTHO3, JAHHEIE TUTEPATYPHl PEKOMEHIYIOT
UCIIOJIB30BaTh KOMIUJIEKCHOE JedeHue c oOs3artensHoi JIT.
[IlaHchl Ha M3JIeYEHUE UMEIOT TOJIBKO OonbHBIE ¢ | cTanueii 3a-
6oneBaHwUs.
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Ilo MP matku ects HeOONbIIOE YUCIO MyOIMKAUi (OKOIO
60 cirygaes) [5]. Omyxoab MOXKET HMETh CMEIIAHHOE C APYTUMH
TUCTOJIOTMYECKUMH THIIAMH CTpoeHHe. MOXKeT COIpPOBOXKIAaTh-
Csl Pa3BUTHEM IApaHEOIIACTHYECKUX CHHJIPOMOB: PETHHOIA-
THs, MeMOpaHO3HbI rmoMepynoHedput. [ISTHIeTHSS BEIKHBA-
emocTtb nipu I craguu — 79%, npu I cranuu — 33%. [IpoBonuiiocs
neuenue: onepauus ¢ nocnenyromend JIT nnu XT u npu HeoO6xo-
JUMOCTH — TOPMOHOTEPAIHSI.

Omnucanbl efuHUYHBIE caydyan MP paka ByNbBBI, B OCHOB-
HOM KapuuHoMbl Mepkens. Teuenue 3a0oneBaHUsI arpecCUB-
Hoe. [Tociie XUpypruaeckoro JCUEHUsI HPOBOISATCS aabIOBAHT-
Has XT n JIT.

MP XKKT cocrasmnset 0,1-1% Bcex pakos XXKT [2]. Meracra-
3Bl B [ICUCHU B MOMEHT YCTaHOBJIICHHS quarno3a umerot 70—-80%
6osbHBIX MP JKKT [16—-18]. CMenranHast THCTOJIOTHS YacTO OT-
meuaercss B MP JXKKT. Umerores takke mybonukanuu no H30 ¢
Beicokoii Grade, rne MP cocraBnser 58—89% [17-19].

MP xenynka coctaiuseT 0,1-1% Bcex 3710ka4eCTBEHHBIX OIIY-
xonei xenynka, 15-20% scex HOO xemynka u 0,1% MPBJI [20].
Xupyprudeckoe JIedeHHE PEKOMEHIYEeTCS HCIOIb30BaTh IIPH
JIOKOPETHOHAJIbHBIX, HEMETAaCTaTUYECKUX CTAHUAX C 00s3aTelb-
Hoit anproBaHTHOM XT [21-24]. OGBIYHO UCTIONIB3YIOTCS KOMOU-
HaIu¥ Ha 0a3e MUCIUIATHHA, PEKUM IUCIUIATHH + UPUHOTEKaH
ABJISICTCA aJIbTCPHATUBHBIM B 1-i nuHuM nedenus [23-27]. Otu
KE PEXKUMBI MOT'YT IPUMEHATHCS B HeOa)I’blOBaHTHOﬁ Tepanuu.
Ilokazana BeDKHBaeMOCTh 48,5 Mec IpH JIe4eHUHU: onepanus +
XT u 19 Mec npu Toabko XUpyprudeckoM jedeHuu [28]. Pexo-
MEHIAINHU IS 2-i TUHUH He pa3paboTaHbI.

MP numeBona — peakoe 3a0oyieBaHUE € MIIOXHUM IPOTHO30M,
kak Bce MP. ITo nannsiM peructpa SEER, MP coctasun 0,6%
BCEX pakoB mnuuiesona [29]. dakTopaMu MJI0OXOro NPOrHo3a Ha-
3BaHbl BO3PACT, KEHCKUH 10J1, YepHas paca v cTagus. Xupyprus
1 TIpeoTepalioHHas TePaIHsl CBI3aHbI C YIYUIIICHHEM BBIKH-
BaeMocTu. MP nuieBona asiserca 4yBcTBUTENbHON K X T omy-
XOJIBbIO, TTO3TOMY HCHONB3YIOTCS pexumsbl, kak npu MPJI [30].
Bonensle MP mumeBona ¢ meracTa3aMH B TOJIOBHOM MO3Tre
IpEeACTaBICHB B HEMHOTOYHUCICHHBIX HccnenoBanusax. JIT maet
MONIOXKUTENBHEIHN 3¢ ek, omHako OB ocTaeTcs HeGompmoi [31].

MP ToncToi U NpsAMOR KUIIKU — PEJKHE arpeCCUBHBIC OIY-
XOJIW C PaHHUM METAacTa3WpPOBaHHEM M IUIOXMM IIPOTHO30M,
kak Bce MP, cocraBusior MeHee 1% Bcex KONTOPEKTaNbHBIX pa-
kxoB [32]. CranmapTHBIM Jed4eHHeM SBIsI0OTCI X1 M IydeBoe
nedenue. [Ipy paHHUX CTaaUsAX — ONEPAaTHBHOE JICUCHHE C MO-
cnenyromei XT. BeoxuBaemocts — 10—-12 mec [16]. Umeetcs
onucanue cirydas MP aHanpHOTO KaHama [33].

[My6nukanuit no MP ToHko# kumku kpaiiHe Mano. OGBIYHO
9TH JIOKAJTU3AI[UH 00bEIUHAIOTCS B TACTPO3HTEPONIaHKpeaTuie-
ckue omyxonu. ITogxons! k nedennto MP kumieynnka Takue xe,
kax npu MPJIL.

MP nomxenynouHoH xkene3bl cocTaBIsAeT 2% BCEX PAKOB MOJI-
JKETyIOUHOH jKeNe3bl. SIBIseTcss MPOrHOCTHYSCKH HeOIaromnpu-
ATHBIM 3a0oieBaHreM. HecMOTpst Ha aKkTHUBHOE JICYCHHE, BBI-
JKMBAEMOCTh cocTaBisieT Mmecsaubl [34]. Muoraa 3aboneBaHue
MOXET COIPOBOXKIATHCS PA3BUTHEM MapaHEONIaCTUIECKUX
CHHJIPOMOB, B TOM YHUCJIE TAKHX PEIKHUX, KaK THIIEPKATHEMHUS U
runoHatpuemus [35]. MHorue aBTOphI CYUTAIOT, YTO OOJIBHBIX
Hu3koau}depeHPoBaHHBIM HEHPOIHIOKPHHHBIM PAKOM OIIe-
pHUpOBaTh HE CIEAYeT, TaK KaK B MOMEHT JJUAarHOCTHKH yKe HMe-
1oTcst Metactassl [36]. Ecnu 6onpHO# onepupyeTcs, To 00s3a-
tenbHa agbioBaHTHas XT. Kak u npu npyrux MPBJI, Hau6onee
4acTO UCIOIBL3YIOTCS KOMOMHALIMY NTPENapaToB IIATHHEI C 3TO-
MO3UJIOM, HHOT/Ia HpHUHOTeKaHoM [37]. Bo 2-ii u mocienyromux
JUHHUSX MOTYT HCHONB30BaThCs (B 3aBUCHMOCTH OT JIOKaJIN3a-
nuu nepsuyHoit omyxosn) FOLFIRINOX, FOLFOX, Tomorexkan
u ampyOunuH [37, 38].

Xopomo U3BECTHO, UTO IMMYHOTEPAIHS BXOIUT B PEKOMEH-
manuu 1o sedeHuto MPJL: 1-9 nuHus — kapOomiIaTuH + 3TO-
no3ux + are3osn3ymad; 2-1 JUHUA — HUBOIyMald MWJIM IeM-
Oponusymad. UccrnemoBarenu, 3anmmaromuecs MPBJI, Toxe
oOpaTmiin BHUMaHHE Ha HMMyHOTepanuio. Mmerorcs equHmd-
HBIC ny6n1/11<aul/11/1 CJIy4JacB YCIICIIHOI'O JICUCHUS MUMMYHOIIpE-
naparaMu MPBJI: HuBomyMa0 (uieiika MaTKH, TOIKEITyAOYHAS
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xkenesa) [34, 39); ununumymal + HuUBomyMad (OAKETyA09HAS
xkeneza y BUU-nanuenTa) [40]; memOponuzymad (mpoctara) [41].

MP OunmapHOTO TpakTa OTHOCHUTCS K PEIKHM IOATHIIAM
OMyXOJIeH KeMUHbIX myTel (MeHee 5%) [42] u menee 0,5% omy-
xonelt skengHoro my3sipa. Oxomo 90% OGOXBHBEIX € OIMyXOJs-
MU JKEJTYHOTO Iy3bIPs ONEPUPYIOTCS, OJTHAKO ITO HE BIMSET Ha
yBeIHYeHHUE BBKHBAeMOCTH. Jlydimas BEDKMBAaEMOCTh OTMEUe-
Ha IpH Hcmosib3oBaHuu cooTBeTcTBYOmEei X T (13 Mec mpoTus
4 mec) [43, 44].

MP Mono4HO# >xene3bl SBISETCS OYEHb PEIKUM 3aboseBa-
HUEeM. B nurTepaType mMeeTcs ommcaHHe OTAETHHBIX CIIydaes.
OnyxoJib MOJOXUTENbHA II0 PeLenTopaM 3CTPOreHOB U Ipo-
recrepoHa B 35-50% cmyuaeB. Het cooOmenuii mo skcmpec-
cuu HER2 [45-47]. TIpu 1oKanu30BaHHOM IpoLecce OOIbHBIM
OOBIYHO IIPOBOIUTCS XUPYPrHYECKOE JIEUCHHE C MOCIeNyIo-
et agpioBanTHOH XT. EcTh myOnukauuu mo 3ppekTuBHOCTH
y 3TuX OOJBHBIX Ha KapOOIJIATHHE C HPHHOTEKAHOM, HO IPO-
rpeccupoBanue Ha Takcotepe ¢ nokcudaypenusom. IIporpec-
CHUPOBaHUE yJIal0Ch OCTAHOBUTH KOMOMHaueil kapOomnaTuy +
sTono3ua [46]. MP MoJI04HOI skene3bl TaKO! JKe arpecCHUBHBIN,
kak MPJI. PekomeHnyeTcsa npuaepKuBaTbCs pEeKOMEHIAalMi 10
MPIJI. Tlpn 10Kanu30BaHHBIX CIy4YasiX MOXKET HCIOJb30BaThCS
JIT B nononuenue k onepanuu u XT [48].

MP oGnacTu rosoBs! 1 mew (kak 1 HOO) pensTes Ha ommyxonu
HEHOCOTJIOTOYHOH JIOKaJTH3alMK U OIyXOJIU HOCOTJIOTKH U CH-
HycoB. MP ropranu 6sIBaeT HEHPOIHIOKPHHHOTO H HEHEHPOdH-
JOKPUHHOTO THIIA, TAKXKE MOXET ObITh KOMOMHHPOBAHHBIM C HE-
MEJIKOKJIETOYHBIM KOMIIOHEHTOM [49].

MP ropranu — peakast omyxoins, meree 0,5% Bcex pakoB Top-
TaHU. ATpecCHBHAs OIyXO0JIb ¢ OONBIION JIeTaIbHOCTHI0. BEDkH-
BaeMocTh: 2 roga — 16%, 5 net — 5% [50]. Hannyumuii a¢dext
JOCTUTAETCSI OT XUMHUOIYI€BOH Tepanuu.

MP cunHOHa3aIBPHOTO TpakTa — KpaiftHe penkue omyxoinu (0,3%
BCEX OIyXoJieil 3Tol Jokanu3zanuu). Mcnonbs3yerca MyJabTUMO-
naneHast Tepanus [51]. OtHomenue k [IOM y pasHBIX uccueno-
BaTesel HEOHO3HAYHOE.

HD0 nouxu, MO4eBOro my3bipsa U AUYKa MAJIO U3Yy4EHBI, TaK
KaK BCTPEYAIOTCS KpaifHe peKo.

MP moueBoro my3sips coctasisger 0,5% Bcex pakoB MOYEBOTO
ny3sips. B 50% MP coueraercs ¢ nipyrumu MophoJI0rudecKu-
MU TUIIAMU (CMemaHHble oy xonH) [52]. CTaHgapTHOTO JeueHUs
HET, YUUTHIBas PEIKOCTh OmyXoiHu. OmyOIMKoBaHO HECKOIBKO
PETPOCIIEKTHUBHBIX UCCICIOBAHUN U3 Pa3HBIX CTPaH, I/ie Ha J0-
CTaTOYHOM AJISl PEJKUX OIMyXOJeH yucie OONBHBIX aHAJIU3UPO-
BaJIOCh NPOBeNeHHOE JedeHue [53—56]. ABTOpPBI CUHUTAIOT, YTO
JICYSHUE JOJDKHO OBITH MYJIBTUAMCIHUITIMHAPHBIM C HCIOJIB30-
BaHHeM XT, OmepaTHBHOTO JIEUEHHsS, MOXET HCIIOIb30BATHCS
obOmydeHue.

Onucansl equHu4Hble ciiydaun MP nouku. MP nouku — kpaii-
He peakoe 3aboneBanue [57]. [lo nanasiMm ®I'BY «HMMULL on-
kosnoruu uMm. H.H. Baoxunay», MP — 11,1% u3 HO0 nmouku, H3O
0,07% Bcex omyxouneit mouku [58]. [IporHo3 HeGnaronpusTHHIN.
Jleuenue — smnupuyeckoe no ananoruu ¢ MPJIL.

MP suuka — 0OBIYHO paHHSS JUATHOCTHKA, TaK KaK HAPYXK-
Hss nokanuzauus. B ocnoBuom HOO smuka — ato Gl, penko
G2. MP snuka coctaBnseT okono 0,2% Bcex omyxomnel suu-
ka. Berpeuatorest cmemannsie omyxonu. [IpeacraBien cioyqait
YCIIEITHOTO JIeYeHUsT KOMOMHANMeH IHUCIUTaTHH + 3TONO3ux +
osneomuniuH [59]. OTa koMOMHaIKMSA 00CYXKIOAeTCs IJIsl JICUCHUS
MP smuka, Tak Kak OHa HCIOJB3YeTCS MPH Te€pPMUHOTEHHBIX
Oy XOJISAX SHUKA.

IIpencrarensHas »Kene3a — JOCTATOUHO dYacTas JIOKaJlIn3a-
ust MP y myxunH, coctaBusieT 2% BCEX PaKkoB NPEACTATENb-
Hol xkene3sl U okoso 10% — MPBIJI [60]. MP moxet couerarbes
¢ aneHokapuuHoMol. [Ipocrat-crienuduveckuii aHTUTeH 00bIU-
HO OCTaeTCs HU3KUM B OTIMYHE OT aJeHOKapIwHOMEL Jlo Ha-
Yaja JIe4eHHs] He0OX0JMMO yCTaHOBHTS, siBIsieTcs 11 MP nep-
BHYHBIM 3a00JI€EBAaHHEM HJIM 3TO O4YaroBas Heﬁpof)ﬂlloKpHHHaﬂ
nupdepeHInpOBKa MPH KacTPAI[MOHHO-PE3UCTEHTHOM pake
npecTaTeabHol sxenessl. MictunHbl MP sieuntces o pekoMeH-
nanusM MPJL. Tlpu cmemaHHOM ¢ aeHOKapIIMHOMOW BapHaHTe
MOXET UCIIONB30BAThCS aHAPOTreHHas nenpuBanus [61—63].
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Onucanel Takke MPBJI ¢ nokanmsanuweld B num@oy3iax.
B nuteparype umeercst MeHee 15 cooOmeHuit 0 TakoM BapHaH-
te MPBIJI [64]. ABTOpEl OTMEYAIOT, YTO MPOTHO3 JIyyllle, YeM
npu MPJIL.

AHanu3 IOCTYIHOHW JTUTEpaTyphl MO3BOISET CAEIATh BHIBOJ
o tom, yto MPBJI npencrasisier 60ibiyr0 npobiemy, TpeOy-
I0M1YyI0 OoJiee TIyOOKOTO U3ydeHUs U PHHITHS KOHCEHCYCHBIX
peKOMeHIanui 1Mo BeJCHUIO 3TUX OOMbHBIX. Ecny MbI momyda-
eM 6oapHOro MPBJI, TO Ham0 MPOBECTH TIIATENBHOE 00CIEN0-
BaHHE U MOATBEPAUTH, YTO MEPBUUHAS OMYXONb HE B JETKOM.
MP uMeIoT HEKOTOpBIE 0COOEHHOCTH B 3aBHCHMOCTHU OT JIOKa-

REVIEW

JIM3alUU NIEPBUYHON ONYyXOJIM. BOJBIIMHCTBO McciaenoBaTenen
B JICYCHUH 3THX OOJNBHBIX OPUCHTHPYIOTCSI HA PEKOMEHAAINH TT0
neyennto MPJI u yxe mosBUIHCH OTAENBHBIE MyOJIMKAIUHU 110
HCIOJIb30BaHUI0 UMMYyHoTepanuu npu MPBJI. Hakonnenusle
3HAHUS SABISIOTCS OPHEHTHPAMHU OIS CO3JAaHHS MPOTrpaMM II0
JICYCHUIO DTOW KaTeropuu OOJBHBIX C IPOTHOCTHYECKYU Heba-
ronpusatTHeiM MPBJIL.
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