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BBenenue

VY 10 % nanueHToB pakoM MOJKENYA0YHOM KeJe3bl pa3BUTHE 3a00I€BaHUS
CBSI3aHO C HAJMYMEM M3BECTHBIX HACIEACTBEHHBIX CUHAPOMOB. Hanboiee
pacnpoctpa"€nHble — cunapom llenrn-Erepca, cuaapom JInaya u cuHapoM
HACJICJOBAaHUs paKa MOJIOYHOM KEJNe3bl U SIMYHUKOB, CBA3aHHBIN C MyTalUsIMHU
reHoB BRCA. V ocTalbHBIX MAaIMEHTOB PAK MOKEITYJOYHON JKEIE3bl UMEET
CIIOPAIMYECKUN XapaKTep.



1. Onpepnesenue

Pak nomxeny10uHOM Kene3bl — 3JI0KAYECTBEHHAS OIYXO0JIb, UCXOISIIAs U3
SIUTENUS TTOJKEITYTOUHOMN KEJIE3bI.

2. DTHOJIOTMS U MATOTeHE3

B xauectBe (baKTOpOB PUCKa pa3sBUTUA I[aHHOI\/JI IHaTOJOTNH1
pacCMaTpuBaAOTCA: HCAJOCTATOK BUTAMUHA I[?), 3H0yHOTp€6HeHI/Ie AJIKOT'OJICM,
XpOHI/I‘{eCKI/Iﬁ IMaHKPCATHT, CaXapHBIﬁ I[I/Ia6eT, KYpCHHUC, OKUPCHUC, HU3KAA
(I)I/I?;I/I‘IGCKaH AKTHUBHOCTD.

IIaTorenes paka HOI[)KCHyHOqHOﬁ JKCJIC3bI ACIIUTCA HA TPpHU
ITOCJICOOBATCIIBHBIX CTaAHUH.

e (Craaus UHUIMALWN ONYXOJIHU 3aKJI0YaeTCs] B BOSHUKHOBEHUU MIEPBOM
JIpaBEPHOU MyTaLlUH.

e KioHaJIBHOE pacpOCTPaHEHUE U CTAIUsI METACTa3UPOBAHUS
ABJISIIOTCS, COOTBETCTBEHHO, BTOPOU U TPETHEU CTaAUSAMHU B
naToreHese JJaHHoro 3aboneBanus. OHAKO HAKAIJIUBAIOTCS
CBEICHHUS, YTO IPOLIECC METACTA3UPOBAHUS MOXKET OBITH HE
3aBepIIAONIel cTaguell KaHuporeHesa. OmyXoJeBble KIETKH
IproOpeTaroT CIOCOOHOCTh METACTa3UPOBATh HA OTHOCUTEIBHO
PaHHHUX JTallaxX KaHIEPOreHe3a U MIPOJOJKAIOT dBOJIIOLMOHUPOBATh
HE3aBUCHUMO OT IIEPBUYHOM OIyXOJIM B OTAQJICHHBIX OpraHax.

K npenpakoBbIM 3a001€BaHUSIM OTHOCATCS TTAHKPEATHISCKUE
BHyTpudnuTenuanbHbie Heorasuu ([lanln, PanIN), BHyTpunpoTOKOBBIE
nanuuisipHsie MynuHo3Hble onyxonu (BIIMO, IPMN) u MylunHO3HBIE
kucto3Hbie omyxoym (MKO). B nporiecce 310kadecTBeHHOM TpaHChOpMaIiu
AIUTENUS MOKETYTOYHOM JKeie3bl IPOUCXOAUT HAKOIIEHUE MYTalluil
KITFOUEBBIX TeHOB. Yalle Bcero MHUITMANBHOM sBIsseTcs MyTarus B reHe KRAS.
Hanee nosBisroTcs mytanuu B reHax CDKN2, TP53, SMAD4/DPC4 u
BRCAZ2, koTopble onpeaenstoT MyTh MPepaKkoBbIX 00pa30BaHUM OT JIETKON
JUCIITIA3UM 10 UHBA3UBHOTO paka. 3HAUYUTENIbHYIO POJIb B OMYXOJIEBOM
MPOrPECCUN UTPAIOT KOMIIOHEHTHI CTpOoMbI 1 MUKpPOPHK.

3. BHHIICMHOH orusi 3a00J1eBaHUSA

[IpoTokoBas aneHokapimHOMa ¢ €€ 0oJsiee peIKUMU MUKPOCKOITUYECKUMU
BapUAHTAMU COCTaBIISIET NPUOIUZUTENBHO 95% BCEX 3K30KPUHHBIX
HOBOOOpPa30BaHMI MOMHKETYA0UHOM kene3bl. [loaToMy naHHbIE 0 320071€BaEMOCTH



Y CMEPTHOCTH OT paka MOKEIIYJOUHOM KeJie3bl (PaKTHUECKU OTPaAXKaI0T TAKOBHIE
MIpU IPOTOKOBOM afiecHOKapIiuHoMe. B cTpykType oHKOJIOrHuecKux 3a001eBaHmi
Hacenenusa Poccun B 2017 roay pak nomaxenyn04HoM xkene3bl coctaBui 3,0%.

B cTpykType cMepTHOCTH OT OHKOJIOTHUeckux 3aboneBanuii B Poccuu B 2017
rojy paK MOIKETyA0UHOM Kene3bl cocTaBuil 6,2%, 4TO COOTBETCTBYET S-My
MeCTY, IIOCJI€ paKa JETKOTO0, KeTy/IKa, 000J0OYHON KUIIIKKA U MOJIOYHOMN JKEJIe3bl.
CpenHuii Bo3pacT yMEpPIINX OT paKa MOJKETyI0YHOM Keye3bl My>XuuH — 65,2
roja, >keHnuH — 71,3 rona.

4. OcobOennoctu kKoaupoBanus 3adosepanus no MKb-10
3110KaueCcTBEHHOE HOBOOOpa30BaHME MOKETy10uHOM xene3bl (C25):
C25.0 I'0oJI0BKHU MOJIKETYJOYHOM KETE3bI

C25.1 Tena noaxeny104HOM Kene3bl

(C25.2 XBocTa MOIKENYA0YHOM Kene3bl

C25.3 TIpoToka Mo KeNyTI0UYHOM JKEJI€3bI

C25.4 OcTpOBKOBBIX KJIETOK MOJKEITYTOYHOMN JKEJI€3bI

C25.7 Qpyrux yacteil moaKenya0uHON KeIe3bl

C25.8 TlopaxeHue Mo KenyI0UHOM JKeJIe3bl, BEIXOIAIIEE 3a IPEACbl OTHON U
OoJiee BBINICYKAa3aHHBIX JIOKATH3AIIHHA

C25.9 Ilomxenya04HOM Kene3bl HEYTOUHEHHOE

Knaccudukanus 3ado1eBanns WM COCTOSIHUA (TPyNnbI 3200/1€eBAHMH WIH
COCTOSTHUM)

Meowcoynapoonas eucmonoeuweckasn knaccuguxayus (kiaccuguxayus BO3, 5-e
usoanue, 2019 2)

e DnuTeIUaIbHbIE OMYXOJIH

e JloOpokadyecTBEHHBIC

e ANMHApHOKJIETOYHAS UCTaJCHOMA

e (CeposHas 1ucTajgceHoma

e IIpensmokayecTBEHHbIE H3MEHEHHUS TTOIKETYTOUYHON JKENE3bI

e [lankpearuueckas UHTpa’nIUTENIUANbHAS Heomta3zus 3 crenenu (PanIN-
3)

e BHyTpunpoToKoBas NanuuIsipHas MyLUHO3HAs OMYXOJIb C JErKON WiIn
YMEPEHHOBBIPAKCHHOW TUCILIA3UEN

e BuyTpunpoTokoBas nanwuisipHas MyIUHO3HAs OMYXOJIb C TSHKETON
IUCILIa3ueH



e BuyTrpunporokoas TyOyjgonanuuisipHas OIyXoib

e MylUMHO3HAs KUCTO3HASA OIYXOJIb C JETKOM WM YMEPEHHOBBIPAKEHHON
JIUCIUIa3uen

e MynMHO3Has KUCTO3HAS OIYXOJIb C TSHKEION NUCIUIA3UEN

e 3J0KaYECTBEHHBIC

e [IpoTokoBas ajeHOKapLUUHOMA

e AJICHOIJIOCKOKJIETOYHBIN paKk

o Kommouauslil pak (MyIIMHO3HBIA HEKUCTO3HBIA paK)

e [‘emaromaHblii pak

e MenyuspHslil pak

e [lepCTHEBUIHOKIETOYHBIN PAK

e HemuddepenunpoBanusiii pak

e HenuddepeHupoBaHHBIN paK ¢ OCTEOKIACTONO00HBIMU TUTAHTCKUMU
KJIETKaMH

e AUMHAPHOKIETOYHAS KaplIMHOMA

e AUMHApPHOKJIETOYHAS IUCTaJCHOKapIMHOMA

e BHYyTpUNpPOTOKOBAas MaNMWUISIpHAS MYILIMHO3HAS OIMYXO0Jb
aCCOLMUPOBAHHAsI C UHBa3UBHOW BBICOKO-, YMEPEHHO-,
HU3KO M (D PepeHIIMPOBAHHON TPOTOKOBOM aICHOKAPLIMHOMOM

e (CMelIaHHbIN allMHAPHO-TIPOTOKOBBIN pak

e (CwMmemaHHBIM allMHAPHO-HEHPOIHAOKPUHHBIN pak

e (CMelIaHHbIN allMHAPHO-HEUPOIHJOKPUHHO-TIPOTOKOBBIN paK

e (CwMmemaHHBIM IPOTOKOBO-HEUPOIHTOKPUHHBIN pak

e MynunHO3Has KUCTO3HAS OMYXO0JIb ACCOUMUPOBAHHAS C MHBa3UBHOU
BBICOKO-, YMEPEHHO-, HU3KO U (P epeHIIUPOBAHHON MMPOTOKOBOM
aJICHOKAPIIUHOMOM

e [lankpearobmacToma

e (Cepo3Has UCTaJACHOKapIUHOMA

e CoNMAHO-TICEBAONANMIIAPHAS OMYXOJIb

CragupoBaHne paka moaKeJayJA049HOi xene3bl o cucteme TNM (8-e
U31aHue)

[TepBuunas onyxons (T):
TX — HEIOCTATOYHO TAHHBIX JIJISI OLEHKHU NEPBUYHOM OMYXOJIH,
Tis — carcinoma in situ,

T1 — onyxoab OrpaHryYeHa MOJKETYA0YHOMN Keae301 10 2 M B
HauOOJIbIIIEM U3MEPEHUH,

T1A — onyxoib 110 0,5 cM B HauOoJIbIlIEM U3MEPEHUH,



T1B — onyxons 6onbie 0,5 cM, HO He Oonee 1 cM B HauboJbLIIEM
W3MEpECHHH,

T1C — onyxounb Oonbie 1 cMm, HO He O6osee 2 ¢cM B HauOOJIbILIEM U3MEPEHHH,

T2 — onyxoip orpaHMYeHa MOAKENYA0YHOM jxene30i 6osiee 2 cM HO He
6onee 4 cM B HAUOOJIbILIEM U3MEPEHUH,

T3 — onyxomnp 60see 4 cM B HAaMOOJIbILIEM U3MEPEHUH,

T4 — onyxonp pacnpoCTpaHAETCS Ha YPEBHBINA CTBOJI, BEPXHIOKO
OpBIKEEUYHYIO WIIH OOLIYIO IIEYUEHOUHYI0 apTEPHIO.

Peruonanwueie numdartudeckue y3iusl (N):
NX — He0CTaTOYHO JaHHBIX ISl OIIEHKH PETHOHAPHBIX JTUM(OY3JIOB,

NO — HeT MPU3HAKOB METACTAaTHUYECKOTO IMOPAKCHHS PETHOHAPHBIX
auMdoy3IoB,

N1 — Hamuyue MeTacTa3oB B 1-3 pernoHapHBIX JIUMQOY3Iax,

N2 - Hanu4ue Meracta3oB B 4 M 060Jiee perHOHAPHBIX JIUMGOY3Iax.
OTtaanennnie Metactasbl (M):

MO — HEeT oTHaneHHBIX METACTa30B,

M1 — Hanu4mMe OTHaICHHBIX METACTa30B

Kaunuyeckasi kapTuHa 3200J1eBaHUA

Pak ronoBku o KETyIOUHOM Kelie3bl Yalle MaHU(PECTUPYET C pa3BUTHUS

KEITYXH, BBI3BAHHON OOCTPYKITHEH )KETIHBIX MPOTOKOB. OTHAKO MPH paKe Tejaa U
XBOCTA TOJKEITYOUYHOMN JKeJie3bl IEPBBIMU CUMIITOMaMH 3a00JICBaHUs, KaK
MIPaBUJIO, ABJISFOTCS CHIDKCHHE MACCHI Teja, MOsBIIeHUE 00JIeH B )KUBOTE U
MTOBBIIIICHUE TIIFOKO3BI B KpOBH. HecMmIiennpuaHOCTS CHUMITTOMOB, TIOSIBJICHHE
CHUMIITOMOB TOJIBKO B IMO3AHUHN TIEPUO Pa3BUTHSI 3a00JICBaHUS MPUBOJIAT K TOMY,
yT0 0O0JIBIIAsA YacTh narreHToB uMeroT III-1V ctagmuyn Ha MOMEHT BBIABIEHUS
3a00JIEBaHUSL.

6. /ImarHocTuka 3a6o0JieBaHMsI

Kputepun yctaHOBIEHUS TUATHO3a/COCTOSHUS:
1) nanHbIe aHaMHE3a;
2) na"Hble PUINKATBLHOTO U UHCTPYMEHTAJIBHOTO 00CIEI0OBAHNUS;

3) na"nabIe MOP(HOJTOTHIECKOTO UCCIICIOBAHMUS.



Kanoowt u anamnes

COop kano0 u aHaMHe3a y BCEX MALMEHTOB C PAKOM IMOKETyI0YHON
KENE3bLJIS OTPEICIICHUS] TAKTUKY JICUCHUSI.

dusukajabHoe 00cIe10BaHNue

Onenka o61ero cocrosinus no mkaine ECOG, ouenka anMMeHTapHOTO
cTaryca, 00JIEBOTO CHHIPOMA, TEMIEpaTyphl TeIa, TeMOJUHAMUKH, IIBETAa KOXKHBIX
MOKPOBOB | CKJIEP, YBEIHUEHUS Nepudeprudeckux TMMQPOoy3I0B, HATMINE acIUTA.

Baan Onucanue

0 [TanMeHT MOTHOCTRIO AKTHBEH, CTOCOOEH BRITIONHSATE Bee, Kak W 710 3abonesanus (90—
100 % mo mxane KapHoBckoro)

[ManmeHT HecrmocoOCH BRITIONHATE TSKENYH0, HO MOXET BBIMONHATH JIETKYH WITH
1 cumsayro paboty (HarpuMep, IErKyI0 JOMALIHIOK HIIH KaHIeIIpekyto padory, 70-80 %
no mkaie KapHosckoro)

[ManeHT neunTcss amOynaTopHO, crmocodeH K caMoOOCTyXHBaHHIO, HO HE MOXeT
2  BumonHATE paboty. bormee 50 % BpemeHH GOApPCTBOBaHHS TPOBOAMT AKTHBHO — B
BepTHKanbHOM nonokeHHH (50-60 % no wkane Kapuosckoro)

[TanmeHT crnocobeH JTHIb K OTPaHMYeHHOMY caMooOCIyKHBAHHIO, POBOUT B KPeciie
wnn nmoctenu bonee 50 % Bpemenn 6onpcTroBanus (3040 % mo mkane KapHoBckoro)

UHBanua, coBEpLICHHO He CIOCO0CH K CaMOOOCTYKHBAHHIO, IPHKOBAH K KPecly HIH
nocrenu (10-20 % no wkane Kapuogckoro)

5 [Mamuent mepTB
Knrou (MHTEpnipeTanys): IpUBEICH B CAMOH IIKaIe

JlabopaTopHble IMATHOCTHYECKHE MCCIIET0BAHNUS

BoInoiHUTH pa3BepHYThIE KIMHUYECKUN U OMOXUMUYECKUIN aHAIU3bI KPOBH,
aHaIM3 KPOBHM HA PaKOBBIA SMOpHOHaNbHBIN anTHreH (POA), onpeneneHus: ypoBHs
aHTUTeHa ajeHoreHHbIX pakoB CA 19-9, uccienoBanue cBEPTHIBAIONICH CUCTEMBI
KpPOBH, a TaKKe OOIINIl aHAIU3 MOYH ISl ONIPEICIICHUS TAKTUKU JICUCHUS U
muddepeHIanbHON JUarHOCTHKA 3a00JICBaHNS .

I/IHCprMeHTa.HI)HLIe AUATHOCTHYIECCKHUEC UCCTICTOBAHUA

IIpoBenenune 6uoncUu ¢ MOCIEIYIONTUM TAaTOIOT0AHATOMUYECKUM
MCCJIeI0BaHUEM OHMOTICUITHOTO (OTIEPAIIMOHHOT0) MaTepHalia MO KeTyI0YHON
YKEJIe3bl TEM IMAILMEHTAM, KOMY IUIAHUPYETCSI HAYaJjo JICUEHUsI C KOHCEPBATUBHOTO
JTarna.

OI'JIC - 06s3aTenbHBIN METO/] UCCIIEI0BAHS TAIIUEHTOB C MOJA03PECHUEM Ha
OMyXO0Jib Mo KeNy10uHOM Kese3bl. I JIC mo3BoisieT BU3yalu3upoBaTh HHBA3HIO
JBEHAUATUIIEPCTHON KUIIKH, OEHUTh CTENEHb OIYXOJIEBOT0 CTEHO3a
JNBEHAAUATUIIEPCTHOW KUILIKU, YTOUYHUTD JIOKATU3ALWI0 U MECTHYIO UHBA3HIO
OMYXOJIK OPTaHOB U CTPYKTYp OUIIMONMAHKPEATOAYOA€HATBLHOMN 30HBI.

BpINoJIHUTE THHAMHAYECKYIO MYJAbTHCIIUPAIBHY) KOMIIBIOTEPHY IO
Tomorpaguio (MCKT) uccnenoBanue ¢ O0IIOCHBIM KOHTPACTHBIM YCHIICHUEM



OpraHoOB OPIOLIHOM MOJIOCTU, TPYTHON KIIETKU U MAJIOTO Ta3a ¢ BHYTPUBEHHBIM
KOHTPACTUPOBAHHUEM ISl OLICHKU PACIIPOCTPAHEHHOCTH OMYXOJIEBOI0 Mpoiiecca u
mudepeHmanbHON JUarHOCTUKY 3a00JIeBaHNUS .

¥Y3WU - Haubosnee mpocToi METOJT BU3yaIu3aiui o0pa3oBaHus
BITOJIKETYTOYHOM 7KEJIe3€ U OLEHKH JAPYTUX OPraHOB HA HAIMYME METACTA30B.
V3U moxer sBasaTbea anprepHaTBo KT B onieHke 3¢ peKTUBHOCTH JieueHus y
MAMEHTOB, MOJYYaOIUX NAaJUIMATUBHYIO XUMHOTEPAIIHIO.

Keunmmnaam gomoaautsk Y3U uccnemoBanmneM MaJIOoro Ta3a B CBA3HU C
PUCKOM METACTa3UpPOBAHUS B IPUJATKH MATKH.

BoinosiHUTH 3HI0COHOrpauIo Npu HEOOXOAUMOCTH JTOTOTHUTEIBHON
OLIEHKH MECTHOM paclpOCTPAHEHHOCTH OITYXOJIM U JIJIs HABUTAl[UU IIPU
BBIMIOJTHEHUU OMOTICHH.

BrinonHuTh peTporpaanyro xojganruonankpearorpaguro (PXIID) npu
HAJIMYUU MEXaHUYECKOM JKeNTyXH, TpeOyIollel BHIIOJIHEHUS CTEHTUPOBAHUS
OO0IIEeT0 JKEIYHOr0 MPOTOKA.

BBINOTHUTE MO3UTPOHHO-IMUCCUOHHYIO TOMOTPa(UI0/KOMITBIOTEPHYIO
tomorpaduto KT (ITIT/KT) npu HEBO3MOKHOCTH UCKIIOUNTH METACTATUUECKUI
polecc ApyruMu METOJJaMU UCCIIEI0BAHMUS.

7. Jleuenue

Xupyprudeckoe JeUeHue: y MaIMeHTOB ¢ Pe3eKTa0eIbHBIM PAaKOM
nopxenynounoit sxenessl I-111 craguit (T1-3N0-1MO) - na mepBom 3tare
NPOBEACHUE XUPYPrUIESCKOTO JICUSHHUS WM MMPOBEICHUE TPEOTIePAIIHOHHOM
XHUMHOTEPAITHH.

VY nmanueHTOB ¢ MOrPaHUYHO PE3eKTa0EIbHBIM 1 HEPE3EKTa0CIbHBIM PAKOM
nopxerynoaHo sxenessl (T3-4N0-1MO0) Heo6xoauMo TPOBOIHUTH
MIPEIONEPAIIMOHHYI0 U HHIYKIIMOHHYIO XHMHUOTEPAINI0 COOTBETCTBEHHO, a B
MOCJICTYIOIIEM HANPAaBIIATH MAIIMEHTOB B KPYITHBIE IIEHTPHI, 00JIaJat0IIHe
OOJBIIMM OIBITOM JICYCHHSI TAHHOTO 3a00J1eBaHus, ISl TOBTOPHOM OIEHKH
pe3eKTa0eIbHOCTH.

Ecnu nipu onepanuu 1o noBoay paka roJoBKH NOIKETYIOYHOU KEIE3bl y
MaIyeHTa IpoIecc MPU3HAETCS HePE3eKTa0eIbHBIM, B €CTh YTP03a Pa3BUTHS
KHIIIEYHOW HETPOXOAUMOCTH /WA MEXaHWYIECKOH JKENTYyXH B OJIMKaMIIIIe CPOKH,
HE0OXOIMMO BBITIOIHUTH (POPMUPOBAHUE OOXOTHBIX aHACTOMO30B IS
NPOPUIAKTUKYA MEXaHUUECKOH KENTYXU U CTEHO3a BEPXHUX OTJIENIOB KETYI0YHO-
kutieynoro tpakrta (OKKT).

B ciiydae TskenbIX COMyTCTBYIOMIMX 3a00JIeBaHUM, UCKITIOYAIOIIEH

BBIIIOJTHCHHUC OIICPATHUBHOI'O BMCIIATCIILCTBA, ITANUCHTAM C PAKOM
9



MOJKEITYJOYHOH JKeJIe3bl HE0OXOAUMO NPOBEACHHUE MAINIMATUBHOTO
JIEKapCTBEHHOTO JICUEHUSI, MUHUMHBA3UBHBIX NPOLEAYp (HanpuMep, YpecKOKHas
ypecneyeHouHas xonanruocromuss Y4XC, creHTHpoBaHUE OOUIETO KEITYHOTO
MPOTOKA, CTEHTUPOBAHKE JIBEHAILATUIIEPCTHON KHUILKHM) IJIs1 KY[IUPOBaHUS
CHUMIITOMOB KEJITYX! WJIA BBICOKOW TOHKOKHUILIEYHOW HENIPOXOJAUMOCTH, a TAKKE
CUMIITOMaTUYECKON TEpPAIIUHU.

3aK/JI0o4eHue:

[TanimeHTam ¢ pakoM MOKETYTOYHOM JKeNle3bl PEKOMEHTYETCS
JUHAMUYeCcKoe HabJI0/IeHHE MOC/ie OKOHYAHUS JICUEHUs, MTOIpa3yMeBatoIiee
BU3UTHI MallMeHTa Kaxable 12-16 Henenb B TeUeHHUE MEPBBIX JBYX JIET, KaXK/bIe 6
MECSLIEB B MOCJEAYIONIEM, C LIEIbI0 CBOEBPEMEHHOT'O BbISIBJICHUS
porpeccupoBaHus 3a00IeBaHUs.
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