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PAK MOJIOYHOMH KEJIE3bI

THONATOreHe3:

Pax Moy10uHO# jKee3bl 3aHUMAET MEPBOE MECTO CPEI BCEX 3JI0KAYECTBEHHBIX
3aboneBanuil y xkeHiuH. [lo cratuctuke, 3a6oeBaeMOCTh HaceneHus Poccuu
3JI0KA4€CTBEHHBIMU HOBOOOPA30BaHUSIMU MOJIOYHOM KeJie3bl 3a TocyieaHue 15 et
yBenu4uiachk 6osiee ueM B 2 pasa. M3BecTHO, uTO 3a001€Ba€MOCTD JKEHIIMH,
IPOKUBAIOIIUX B KPYIHBIX TOPOAAX U MHAYCTPUAIIBHBIX palloHaX, BBIIIE, YEM
KUTEITBHUIL CETbCKON MECTHOCTH.

Pak MOIOUHBIX KeJie3 BCTPEYAeTCs U Y MY K4YMH. MHOTHE MY>KUHHBI JaXKe HE
MO/I03PEBAIOT O BO3MOXKHOCTH Pa3BUTHS y HUX Takoro 3aboseBanus. iIMeHHO
MO3TOMY OHU HE Cpa3y 0OpalllaroTcsl K Bpadyam, 4TO BEJIET K MO3/HEH TUarHOCTHKE,
HECBOEBPEMEHHOMY Hadaly JICUCHUS U IJIOXUM TEPANIeBTUUCCKUM PE3YyIbTaTaM.

K dakTopam prcka pa3BUTHS paka MOJOYHOM KeJe3bl Y )KEHIITUH OTHOCST
3JI0KQYECTBEHHBIE OMYXOJIM B CEMEHHOM aHamMHe3e (0COOEHHO HAIMYue paka
MOJIOYHOM KeJIe3bl y MaTepy WiId 0a0yIIKH), MMO3JHEE HACTYTUICHUE MEHCTpYaIlui y
JIEBYIIIEK, OTCYTCTBUE POAOB WM MO3HUE TIEPBBIE POJIbI, OTKA3 OT KOPMIICHUS
pebeHKa rpybio, JIIMTEIbHOE OTCYTCTBHE MOJOBOM KU3HH, 3a00I€BaHNUs
PENPOIYKTUBHON CUCTEMBI, BEIyIlINE K HAPYIICHUSIM TOPMOHaNbHOTO (hoHa. Kak
BBISICHWJIOCH, UMEIOT TAaK)Ke 3HAUCHHE Takue 3a00JIeBaHus, KaK caXxapHbli quaber,
rUNepToHnYecKas 00JIe3Hb U aTEPOCKIEPO3 U JIp.

Pak rpynu BO3HHMKaeT Kak pe3yabTaT aKTUBHOT'O HEKOHTPOJIUPYEMOTO JIEJICHUS
ATUIUYHBIX PAKOBBIX KJIETOK. be3 nedueHust omnyxonb ObICTPO yBEIMYUBACTCS B
pa3Mepax, MOXET MPopacTaTh B KOXKY, MBIIIILI U TPYAHYIO KIeTKy. [1o
TuM(paTHIECKUM COCYJIaM PAKOBBIEC KJICTKH TOIMAIAI0T B Omkaiime muM@oy3ibl.
C TOKOM KpOBU OHM PAa3HOCATCS MO BCEMY OPraHU3MY, 1aBasi POCT HOBBbIM
OMyYXOJISIM - MeTacTa3aM. Yaille BCero pak MOJIOUHOM KeJie3bl METACTa3UPYET B
JIETKHE, TIeY€Hb, KOCTH, TOJOBHOM MO3T. [lopakeHue 3TuX opraHoB, a TaKxKe pacmaj
OMYXOJIM ¥ IPUBOJUT K CMEPTHU

Pak MomouHOi#1 jkene3bl MOKET pa3BUBATHCS HA (POHE MPEAOMYyXOIEBBIX
3a0oeBaHmi, K KOTOPBIM OTHOCUTCSI MacTomaTwsi ¥ GuOpoacHOMBI.

Kiaunuka:

CymiecTBeT HECKOJIBKO (OPM paka MOJOYHOM JKeJIe3bl, KaXaasi U3 KOTOPhIX UMEET
CBOM XapaKTE€PHbIE CUMIITOMBI.

VY3nosas ¢popma

JlokanbpHBIN POCT OMYXOJHU B BUJE y3/1a BCTpeyaroT Hanbosee yacto. [lpu
najblaly MOJIOYHOM JKeJie3bl Y3€J1 ONpeeNsieTcsl Kak IIOTHOE, OKPYTIIOoe,
Oyrpuctoe 6€300J1e3HEHHOE 00pa30BaHUE C HEYETKUMHU KOHTYpPaMu, HEPEIKO C



OrpaHUYE€HHOMN MOJABMXKHOCTBIO M3-3a HHDUIbTpAMu (IPOPACTAHMS) OKPYKAIOIINX
TKaHel. JIJisi BEISICHEHUSI CBS3U OMYXOJIH C KOKEH MocyenHssi 6epeTcsi B HEOOIbITY IO
CKJIaJKy HaJ oOpa3oBaHueM. Eciu 3TOT mpuem yjnaercs Tak jke XOpOoIlo, KaK U Ha
HEKOTOPOM OTJIaJIEHUU OT MECTA PACIIOJIOKEHHSI OIYXOJIH, MOXKHO TOBOPUTH O TOM,
YTO KOXka ¢ Hell He cBsi3aHa. [Ipu HaunHaronieiics nHGuIbTpauuu (IpopacTaHuu )
KOXH OITYXOJIbIO CJIaBJIEHHUE HEOOJBIIOr0 YYacTKa €€ MPUBOIUT K 00pa30BaHUIO
0onee TiIyO0KOM CKIAJKU, MHOTJA C BTSIHYTOCTbIO KOXKHBIX MOP. MOPIIMHUCTOCTD
KOXH HaJl OITyXOJIbIO MOKET MOSIBISATHCA YK€ Ha paHHUX cTaausax paka. [lo mepe
YBEJIMUEHHUS pa3Mepa OMyX0JIEBOro y3Jia IPOUCXOJNUT BTsKeHHE Koxku. Koxa B
BUJIE «JIMMOHHOM KOPKM» — MO3/ITHUNA CUMIITOM 3a00JI€BaHUS.

CrerneHb BOBJICUEHUS MOJIEKAIIMX TKaHEW B MPOIIECC OMPEACIISIOT,
3aXBaTbhIBas OMYyXOJIb MAJbLIAMU U CMEIasl €€ B MPOJI0JIbHOM U MONEPEYHOM
HanpasyieHusX. [lociie 3Toro BeISIBASIOT MOABUKHOCTD OMYXOJIH NPU OTBEICHHOU
710 TIPSIMOTO yTJa pyKe, a TakyKe MPH IUIOTHO MpUBEAeHHOM pyke. Eciu rpu sTom
MOJIBJKHOCTB OITYXOJIM PE3KO YMEHBIIIAETCs, MOKHO CUMTATh MIPOpPACTaHUE
noka3zaHHbIM. [TosTHaAs HEMOABUKHOCTD OMYXOJIM CBUAETENBCTBYET O 3HAUUTEIbHOMN
CTETNIEHU MPOPACTAHUSI OMYXOJIH B TPYIHYIO CTEHKY.

J17ist oripesiesieHrs CBsI3U OIYXOJIU C COCKOM €ro (PMKCHPYIOT MalbllaMH OJTHOM
PYKH, a MaJIbLIaMH IpYToi pyKH (TUTaIIMs) OIyXOJIb MPUKUMAIOT K TPYTHOM CTEHKE.
[Ipu cMmeriennn cocka OmyXoJib OCTAETCsl HEMOABMXKHOM, CJIe10BaTeIbHO, CBSI3U C
COCKOM HET; €CIIU OIYXOJIb CMEIIAETCSI BMECTE CO CMEIIAEMBIM COCKOM, UMEETCS
npopacTanue, UHQWIbTpalus NpoTokoB. [ledopmarius cocka, ero BTSHKEHUE
BBISIBJISIIOTCA TP SIBHOM PACIPOCTPAHEHUH OIYXOJIH MO MICYHBIM MTPOTOKAM.

VYBenuueHune wiv yIioTHEHUE TOIMBIIICYHBIX TUM(DATHUECKUX Y3JI0B JTaKe
pu HEOOJIBIIION MOJBUKHOM OIYXOJU C YETKUMHU KOHTYpPaMU JOJIKHO BBI3BATh
M0JI0O3PEHUE Ha PaK MOJIOYHOM KeIe3bl.

Ot&unas ¢popma

Oteuno-uHpunbTpaTUBHASA (POpMa paka Jaile pa3BUBACTCS Y MOJIOABIX )KCHIIHH B
nepuosa OepeMEeHHOCTH U JakTauuu. TeueHue octpoe. boip vale oTCyTCTBYET.
BBICTpO yBENMUYMBAOTCS pa3Mephl YIUIOTHEHHOT'O ydacTKa (y3J1a) MOJIOYHOM
KeJe3bl. XapaKTEPEH OTEK TKAHU MOJIOYHOM JKeJIe3bl U KOXKH. B pernoHapHbIxX
AUM$paTHUECKUX y3J1aX (B IEPBYIO OUY€peIb MOAMBIIICUYHBIX) PAHO MOSIBISIOTCS
metactasbl. OT€unyto Gpopmy xapakrepusyeT auddy3Hoe (pacmpoCcTpaHEHHOE 110
BCEU MOJIOYHOM 3keJie3e) YTOJIIEHUE U runepeMust (IOKpacHEHUE) KOKHU.

PoxxucTomnonoOHbIi pak

Oty popMy paka MOJIOYHOM XKeJIe3bl CONPOBOKAAET BHIPAKEHHOE IOKPACHEHUE
KOKU C HEPOBHBIMH SI3bIKOOOPA3HBIMU KPasiMU, BHEIIIHE HATOMUHAIOIIUMU BU/T
IUIAaMEHU WK reorpapuyeckoil KapTbl. OIyXoJIeBbId y3€J1 HE BBISBISETCS MIPU
najabnanuu. I'unepemMus MOXKeT paclpoCTPaHAThCS Ha IPYJHYI0 CTEeHKY. Yare



Bcero 3a00JeBaHue MPOTEKAET OCTPO, ¢ BhicokoH (10 40 °C) temnepaTypoit Tena.
TedeHue 3710Kka4€CTBEHHOE, OIYX0JIb OBICTPO METACTA3UPYET B IUM(PATUUECKUE
Y376l U OT/IaJIEHHBIC OPTaHBbl.

Macturononobnas ¢hopma

MactutonogoOHbIN pak yalle BCTPEUACTCs Y MOJIOABIX XKEHIUH, OEPEMEHHBIX U
KopMAImuXx. 3aboieBaHUE MPOSIBISETCS MOIbEMOM TeMIIEpaTyphl Tela,
YBEJIMUEHUEM U IJIOTHOCTBHIO OTAEIBHOIO YyYacTKa WIIM BCE MOJIOYHOM JKeJe3bl,
OTEKOM, IMOKPAaCHEHUEM KOXH. bosie3Hb OBICTPO MPOrpecCUpyeT, paHO MOSIBISIIOTCS
MeTacTa3bl.

Pax Ilemxkera

JlokaM30BaHHBIN pak COCKa U apeoJsibl CUUTAIOT HanboJsiee OIaronpusTHON
dbopmoii paka MOJIOYHOM kee3bl. KMHUuecKu mposIBIsSeTCs B BUJE SBJICHUN
Malnepal 1 u3bsa3BiieHus cocka. [Ipu nporpeccrupoBanuu 3a001€BaHUSI COCOK
pa3pylaeTcs U Ha €ro MeCTe BOZHHUKAET S3BEHHAs! TOBEPXHOCTb.

ITanpHBIN pak

[TaHMpHBIN pak — TJIOTHAS UHQWIBTPALHS KOXKU HAJl MOJIOYHOM KEJIE30H.
MonouHas xefie3a yMEHbIIIEHa B pa3Mepax, OrpaHUYEHHO MOIBM)KHA, KOXKa HaJ| Hel
YIUIOTHEHA, IOBEPXHOCTh HEPOBHAs!, HAIIOMUHAOMIAas NaHuupb. MIHOrAa mpoiecc
PacIpOCTPaAHIETCA Ha BTOPYIO MOJIOYHYIO KEJE3Y.

CKpbITHIH (OKKYJIBTHBIN) pak

IlepBblii KTMHUYECKHUI TPU3HAK — YBEIUYEHUE MOPAXKEHHBIX METAaCTa3aMu
MOJIMBITIIEYHBIX TUM(ATUYECKHUX y3JI0B 0€3 OnpeessieMoil ONyX0Jid B caMOn
xKenese. 3a4acTyro O0JIBHBIX J0JTO JiedaT oT TuMdanennuTta (BocaleHUs
TUM(}ATUYECKUX y3JI0B) «MH(MEKIIMOHHOW» IPUPOJIBI U OHM MONAJAI0T K OHKOJIOTY
YK€ MPH MOSIBICHUU OTAAIEHHBIX METACTA30B.

narnocTuka:

Mammorpadus

Hauynem ¢ camoro pacrnpocTpaHeHHOr0 MeToAa AMArHOCTUKU. TaKOBBIM SIBISIETCS
MaMMOTpadusi — 3TO PEeHTIEHOJIOTUYECKOE UCCIIeI0BAaHNE MOJIOYHOM kemne3bl. [1o
JAHHBIM JIUTEPATYpPhl, AIMATHOCTUYECKAsE TOCTOBEPHOCTh 3TOTO METO/Aa COCTABIISIET
OT BOCBMUJIECATH MATH A0 JIEBSIHOCTO MATH MPOLIEHTOB. JTO UCCIEIOBaHUE
MpEACTaBIsAECT COOO0M OJIMH U3 OCHOBHBIX METOJIOB BBISIBJICHUS HEMAIbIIUPYEMBbIX
(HempoIIyNbIBAEMBIX ITPH OCMOTPE) OMYXOJIE€H MOJIOUHOMN KEE3bI.

Mammorpadusi BEITIOIHIETCS Ha CeIUalbHON PEHTT€HOIUarHOCTUYECKOM
yctaHoBke. MccnenyroTcst 00€ MOJIOYHBIE KeJIe3bl B IBYX MPOCKIIUAX — IPSIMOU U
OOKOBOM.

CoBpemeHnHbie MaMMOrpadbl CHA0XKEHbI CIIEIUATbHBIMUA CTEPEOTAKCUYECKUMU
KOMIIbIOTEPU3UPOBAHHBIMU MPUCTABKAMU, TO3BOJISIOIIUMU BBIIOJIHUTD
MYHKIIMOHHYIO OUOTICHIO C TOYHOCTBIO 10 OHOTO MUJUTUMETPA U OCTABUTH



METaJNIMYECKUI MPOBOIHUK AJI1 OPUEHTHUPOBKH BO BpeMs ornepaiuu. Takas
YCTaHOBKA OYEHb MMOBBICUIIA IMATHOCTUKY paKa MOJIOYHOM KeJie3bl B IEPBbIX
cTaausx u obseruniua xoj onepauuu. Ho B HacTosiee BpeMsi HEKOTOPBIE TOKTOpa U
YUYEHBIE OCTIAPUBAIOT HEOOXOJUMOCTH BBIMOJHEHUSI MAMMOTrpaQuu y *KEHIIHUH B
BO3pacTe /10 MATUIECATH JIET, TAK KaK MOJIOYHAS yKelie3a MOJBEpraeTcsi MUKpPO103aM
o0JTydeHusl.

Tepmorpadus

Eme ogun MeTos [uisi TMarHOCTUKH paka MOJIOUYHOM keJe3bl - TepMorpadus. ITOT
METO/]I MIPEACTABIIAECT COOON U3MEPEHHE TEMIIEPATYPhl KOKH MOJOYHOM JKeJe3bl.
OcHOBaH 3TOT METOJ1 Ha Pa3IU4YMK TEMIIEPATypPbl HOPMATbHBIX TKAHEH JKee3bl U
OIMyx0JieBOM TKaHu. Tak Kak omyxoJieBasi TKaHb UMEET YBEJIMUEHHOE KOJIMYECTBO
KPOBEHOCHBIX COCYOB, OHU YaCTO U3y4aloT O0Jiblliee KOJTUYECTBO TEIJIOTHI U
MOTyT ObITh OOHapy>keHbI TepMorpadueit. Ho 3ToT MeTosa mupoKo He UCTIONIb3YeTC s
13-32 BBICOKOT'O KOJIMYECTBA JIOXKHOOTPHUIIATEIbHBIX PE3YyJIbTaTOB.

CBeTOBOE CKAHMPOBAHUE

CBeToBOE CKAaHMPOBAHUE — €I1I€ OJUH U3 COBPEMEHHBIX METOJIOB AUArHOCTUKU
paka MOJIOYHOI kene3bl. OH npecTaBiIsieT co00il Mpeodpa3oBaHHYIO HA
COBpPEMEHHBIN ypOBEHb 1Ha()aHOCKONHUIO (MCCiIeloBaHUE TKaHU Ha IpocBeT). CyTh
3TOr0 METOJa TAKOBA, YTO MH(PPAKPACHBIN CBET IPOIYCKAIOT Ye€pe3 TKAHb
MOJIOUHOM *keie3bl. Ho 3TOT MeToa Tak)ke MMeeT HETOCTaTKU B BUJIE
HEIO0CTaTOYHOM CHEeUM(PUUHOCTH U UyBCTBUTEIBHOCTH.

VYbpTpa3BykoBasi AMarHOCTUKA

VYbpTpa3BykoBasi AMArHOCTUKA TOKE HAaMOOJIee YaCTO UCIOIb3YIOIIUICS METOT
JMAarHOCTUKH paka MOJIOUHOM »kene3sl. MHpopMmarus, nosyyeHHas Ipu JaHHOM
UCCIICZIOBAHNH, TIO3BOJISIET IOCTATOYHO OOBEKTUBHO BBIIBUTH B MOJIOUHOM Keje3e
NaTOJIOrMYECKU ouar, ero Jokaau3auuio, GopMmy u pa3Mepsl. JlanHoe
HCCJIEIOBAHUE HE OKa3bIBAET BPEHOT'O JACHCTBUS HA OPraHU3M U IO3TOMY MOXKET
UCITI0JI30BATHCS MHOTOKPATHO M Y KEHIIMH MOJIOKE MMATHIIECATH JIET.

HykTorpadus

[To nanHBIM MUTEPATYPHI, 3PPEKTUBHOCTD YIBTPA3BYKOBOM TUATHOCTUKH MPU
3JI0KAYECTBEHHBIX OIYyXOJISIX MOJIOYHOM JKEJIE3bI COCTABIISIET JEBIHOCTO TPU
MPOLEHTA, & IPU JOOPOKAYECTBEHHBIX 3a00I€BAaHUAX COCTABIISIET IEBIHOCTO MATh
IpOLEHTOB. JlykTorpadus emie OJuH METOJT UCCIEA0BAHNS IPU PAKE MOJIOYHOM
’KeJe3bl. DTOT METOJ elle Ha3bIBaeTCs rajiakropoporpadusi, Uiu KOHTPACTHAS
MamMmorpadus. ITOT METO MOKa3aH MMPU HATUYHUU BbIIETICHUH U3 COCKa, OCOOCHHO
IIPU 3HAYUTEJIBHOM UX KOJIMYECTBE U KPOBSIHUCTOM Xapakrepe. KoHTpacTHOE
BELLECTBO BBOJSAT B MiIeUHble MPOTOKU. [Ipu nykrorpadun MOryT OBITH BBISIBIICHBI
OJIMHOYHBIE U MHOKECTBEHHbIE BHYTPUIIPOTOKOBBIE MANMIIJIOMBI,
BHYTPHUIIPOTOKOBBIN paK, pacIIMpPEHHbIE IPOTOKHU.



[THeBmouucrorpadus

[TueBMoIuCcTOrpadusi — BBEJACHUE ra3a B MOJOCTh OMOPOKHEHHONU KUCTHI
MOJIOYHOM KeNe3bl. ITOT METO/I MO3BOJIAECT UCKIIOUYNUTH UIN BbIABUTH
MaTOJOTMYECKUE BHYTPUKUCTOZHBIE pa3pacTaHus.

buornicus

[TynkimonHas Ouorncus (B3sTUE aHAIM3a HETIOCPECTBEHHO U3 OMYXOJIH) C
MOCTEAYIOINM UTOJOTMYECKUM UCCIEAOBAHUEM MaTepHralia Mol MUKPOCKOIIOM.
OT10 AoctatouHo nH(popMaTuBHBIN MeToA. OH HE OPOT, JIETOK B BHITIOJHEHUH, HE
TpebyeT 0COOBIX MPUTOTOBIICHUH U TPaKTUUECKU 0€3001e3HEHHBIN. B OnBbITHBIX
pPyKax TOYHOCTb €r0 COCTABIIAET MPAKTUUYECKHU JE€BSIHOCTO NMPOLEHTOB. [IpoBenenue
JAHHOTO METO/J1a UCCIIEOBAHMS O] KOHTPOJIEM YJIbTPAa3ByKOBOT'O MOBBIIIAET €r0
3 PEKTUBHOCTS.

buoncus, npoBoanMasi myTeM CEKTOPaIbHON PE3EKIIUU, TO €CTh ITyTEM
OTIEPATHBHOTO BMENIATEILCTBA, - 3TO Hanbosiee HHOPMATUBHBIA METO/T
JMAarHOCTUKU paka MOJIOUHOM kene3bl. CekTopanbHas pe3eKIus (YJacCTUIHOe
yIaJIecHHe TKAHU MOJIOYHOM JKeJIe3bl BMECTE C OIYXOJIbI0) CO CPOUYHBIM
TUCTOJOTHYECKUM HUCCIICAOBAHUEM SBJISIETCS BEAYIIUM METOJ0M TUATHOCTUKH,
oOecreynBaroM HanboJiee TOUHYIO0 BepUPUKALIUIO UICTUHHON TTPUPOIBI
3a0oseBaHus. ITO HCCIEIOBAaHUE TIPOBOIUTCS HA 3aKIIOUUTEIILHOM dTarle
KOMILIEKCHOM IUarHOCTHKYU MPU MPOTUBOPEUYUBBIX TaHHBIX, TOJYYEHHBIX
YTOUHSIOUIMMH METOJJaMH pacliO3HABAHUSI.

Bot npakTudecku Bce 4acTO UCMOJIb3yEMbIE METOAbI TUATHOCTUKH paka MOJIOYHOMN
KEJE3bI.

Jleuenme:

JledyeHue paka MOJIOYHOM >KeJIe3bl HAUMHAETCS TMOCIIE TIOTHOTO 00CIeI0BAHUS
KEHIIMHBI, YCTAHOBJICHUS CTAJMH OITyX0JIEBOTO Mpoliecca, 00IIEero COCTOSTHUS
KEHIIMHBI, HAIMYWS COMYTCTBYIOMUX 3a00eBaHuil. B HacTosmee Bpems
CYIIECTBYIOT CIICIYIOIIME METOIbI JICUEHUS PaKa MOJIOYHOM KEJE3bl:

Meronuka ornepaiuu mpyu pake MOJIOYHOM KeJie3bl 3aBUCUT OT MHOTHX (DaKTOpOB:
cTaauu 3a00JIeBaHUsl, PACIPOCTPAHEHHOCTH MpoIecca, pa3Mepa OIyXoJu, Bo3pacTa
OOJBHOA.

CylecTBYIOT CIEAYIONINE METOJUKHU ONepalii Ha MOJIOYHOM KeJese:

Oprano-cOeperaromue orneparum:

JlammskTOMUS (IIMPOKOE YAJIECHUE OMYXOJIN) XUPYPT YJAJIseT ONMyX0ib C
OKPY’KAIOIIEH 3JJ0POBOM TKAHBIO, IPU ATOM OCTAETCS YaCTh HEMOBPEKICHHOU
xene3pl. Onepanus BO3MOXKHA TOJIBKO Ipu 0 cTainu paka, Kak MpaBuiio,
JOTOJIHSAETCS TydyeBOM Tepanuei. [I[pumenseTcs niis iedeHus paka y MOJIOJbIX
YKCHILIVH.



CexTopalibHasi pe3eKIMs MOJIOYHOM KeJe3bl (yAICHUE YaCTH MOJIOYHOM JKeJie3bl),
MIPU ATOM YJIAJIIOTCS TUM(paTHUeCKUe y3JIbl B MOAMBIIIEYHON 00nacTu. Takas
onepaius Bo3moxkHa npu 0 u 1 cragusx paka. st Toro, 4T00bl YHUUTOXUTh
BO3MOKHO OCTaBIIIHECS MOCJIE ONEPaIMK PAKOBBIE KJIETKH, TAK)KE Ha3HAYACTCS
JTydeBasi Tepamnusi.

Omnepanuu, Mpy KOTOPBIX YAAISIETCS MOJIOYHAs JKeJie3a:

IIpocTas MacTaxTOMUS (TPYIb YAAISIETCS MOTHOCTBIO C YACThIO TUM(ATHUIECKUX
y3JI0B, HO OCTABJISIIOT TPY/IHYIO MBIIIITY U JJOCTATOYHO KOXKU, YTOOBI 3aKPBITh PaHy).
Pacmmpennas mactakTomus (yaansieTcsi MOJIHOCThIO MOJIOYHAS JKeJie3a C
TuM(paTHYECKUMU y3J1aMU TTOAMBIIIKON U MO/ KIIOUYHUIIEH ).

DTu JIBE OTepalvy BHITOJHSIOTCS HanboJIee 4acTo.

Pacmmpennas paaukaabHas MaCTIKTOMUS (yaasieTCsl MOJIOYHAs JKeJle3a, a TAaKKe
nuM@aTUYECKUE Y3JIbl TTOAMBIIIKOMN, IO/ KIIOYUIIEH U YaCTh IPYTHON MBIIIIIHI,
IpyauHBI, pedep). DTa onepanus MpoOru3BOJIUTCS MPHU MTPOPACTAHUE OMYXOJIHU B
COCEJTHUE TKaHH.

XUpypruueckue MeTO bl JICUSHUS.

XuMHuoTepanusi Ha3Ha4YaeTCs ISl YHUUTOXEHUSI T€X PAKOBBIX KJIETOK, KOTOPhIE
BO3MOKHO PacpOCTPaHMIKNCh 110 OPraHU3My. XUMUOTeparnusi OObIYHO Ha3HAYAETCS
criyctd 2-10 Henenp nmociie onepanyyu U NpoaoiKaeTcst oT 3 10 6 MecsIEB.
CpencTBa, NpUMEHsIEMBbI€ JIJIS1 XUMHOTEPATNH, 00J1a1al0T CIIOCOOHOCTHIO YOUBAThH
pPaKoBbI€ KJIETKH, HO TaK)K€ UMEIOT MHOKECTBO MOOOYHBIX 2 pexToB. BBoasTCs
OHM B OPTaHU3M B BUJIE TAaOJIETOK WM BHYTPUMBIIICUYHBIX U BHYTPUBEHHBIX
UHBEKIMNA. PacipoCcTpaHssCh ¢ TOKOM KPOBHU 3TH MPENapaThl, BO3ACUCTBYIOT Ha
BECh OPTaHU3M B IIEJIOM.

['opMoHanbHas Tepanusi IpUMEHAETCs AJIsl IPEKpaleHus: BO3ACHCTBHS Ha
PAKOBbIE KJIIETKU KEHCKHX MOJIOBBIX TOPMOHOB (B YACTHOCTHU 3CTPOT€HOB), MOJT
BIIUSTHUEM KOTOPBIX YCHUIIMBAeTCs UX pocT. HaznagaeTcs mpemapat TaMoKcu(eH,
KOTOpBIN 00JIa1aeT aHTUACTPOTCHHBIM JielicTBUEeM. B psne ciayyaeB mpuberarr K
Onepaluu yIaJIeHUIO SUYHUKOB, KOTOPBIE SIBJSIOTCS IJIABHBIM UCTOYHUKOM
TOPMOHA 3CTPOTeHA.

JIyueBas Tepanus - METOJ MECTHOT'O BO3JEHUCTBHS HA MOPAKEHHYIO MOJIOYHYIO
xKenesy U myTH orToka auMmdsl. [lepen onepanueli myueBas Tepanus mpecieayeT
1[EJIb YMEHBIIUTH pa3MeEPhI OMYXO0JU U YHUUTOXKHUTH HauOoJiee 37I0KaYeCTBEHHBIE €€
KJIETKH JJISl TOTO, YTOOBI BO BPEMSI ONIEpaIli CHU3UTh BEPOATHOCTD "3arps3HEHUs "
paHbl onmyxoJieBbIMU KileTkamu. [lociaeonepanuonHnas aydeBasi Tepamnus HanpaBieHa
Ha YHUYTOKEHHE BO3MOKHO OCTABIIKXCS OMYXOJIEBBIX KJIETOK B 30HE OINEpalliU U B
opranusme B 11enioM. [Ipu npuMeHenue 1yueBoid Tepanu BO3MOXKHO Pa3BUTHE
CJEAYIOIIHNX OCIOKHEHUMN: Ty4eBOM 0KOT KOXKH, Pa3BUTHE BOCIAJICHUS JIETKOTO,
MOT'YT BO3HUKHYTh TIEPEIOMBI pedep.



Kaxk npaBuiio, eueHue paka MOJIOYHOU KeJae3bl MPOBOASIT KOMIUIEKCHO, T. €.
COYETAaHUEM XUPYPTUUECKHUN METOJ C JIy4YEBOU, TOPMOHAIBHON U XUMHUOTEPAIIUECH.
[IporHo3 noyIHOTO U3JIEYEHUs 3aBUCUT OT MHOTHUX (DaKTOPOB:

e BogneyeHsl 11 B IpoLEcC peruoHalbHbIE TUM(ATUUECKHUE Y3IIbI
(MoAMBIlLIEYHbIE, TOAKIIOYHNYHBIE). ITO ONpEAeAeTCs MMyTeM UCCIIeI0BaHUs
yJlaJ€HHBIX BO BpeMsi onepauuu Jum¢poy3noB. Eciau B HUX He HaX0IAT
pPaKoBbI€ KJIETKU MPOTrHO3 B OTHOLIEHUE MOJIHOTO BBI3OPOBIEHUS OoJiee
0JIaronpusATHBIN.

e Pa3mep onyxonu (4eM MEHBIIIE pa3Mep OMYyXOIH, TEM JIyUdlle MPOTrHO3).

e ['mcronoruyeckas xapakTepucTuka omyxoiu. [locne ynaneHust onyxosb
0053aTeNbHO MOIBEPraeTcsi TUCTOJIOTHYECKOMY HcciieoBaHuio. Cpesbl
NOpPaXEHHOM TKaHU UCCIENYIOT MO/ MUKPOCKOIIOM U ONPEESIOT
KOJIMYECTBO U XapaKTep aTUIUYHBIX (PAKOBBIX KIJIETOK).

e Penenrops! ropmoHOB. KiileTku MOJIOUHOM Kelie3bl B HOPME UMEIOT
PELEnTOPHI JIJIs ’KEHCKUX MOJOBBIX TOPMOHOB, MIOCPEJACTBOM KOTOPBIX B
KeJe3e MPOUCXOIAT XapaKTepHbIE U3MEHEHHUSI, B OTBET HA U3MEHSIIOIINECS
ypOBHU TOpMOHOB. VccrienoBanue nokasano, 4To NpuOIM3uTeNbHO 2/3 Beex
OITyXOJIEH MOJIOUHBIX XKeJle3 UMEIOT PELENTOPhI K AcTporeHam. [Ipu atom
HaOJI0aeTCs MOJIOKUTENbHBIN A3P(EKT OT FTOPMOHATIBHOI'O JIEUEHHUSI.

o [lponudepaTrBHAs aKTUBHOCTD OMYXOJIEBBIX KIETOK (CLIOCOOHOCTH KJIETOK
OITyXOJIA K OBICTPOMY pa3MHOXEHHIO). PakoBble KIETKH, KOTOPhIE HUMEIOT
BBICOKYIO MPOIU(EepaTUBHYIO CIIOCOOHOCTh, ACIATCS 00JIee 4acTo U
03TOMY 00JIee arpeCCUBHBI.

HACJEICTBEHHBIA PAK MOJIOYHOM KEJIE3bI

BBeaeHnue:
HacnencTtBeHHbIE OIMyX0JIeBBIE CHHAPOMEBI — TpyIIa 3a00JeBaHUH, IPOSBICHUE

KOTOPBIX 3aKJII0YAETCA B IIEpeladue U3 MOKOJIEHUS B IIOKOJCHUE ITPAKTUUECKH
(daTanbHON MPEAPACIIONIOKEHHOCTH K TOMY WJIM HHOMY BUY paka. B otnuuane ot
«KJTACCUYECKUX» MEAUKO-TEHETUUECKUX HO30JIOTU — MyKOBHUCIIHA1034,
(EHUITKETOHYPHUH U T.JI., 9ACTOTA KOTOPBIX BBIPAKAETCS COTBIMH JTOJISIMH TPOIEHTA —
BCTPEYAEMOCTh HACJIECTBEHHBIX PAKOB MPEICTABISIETCA JOCTATOYHO BBICOKOW;
JNEUCTBUTEIILHO, HOCUTEIBCTBO OHKOACCOIIMMPOBAHHBIX MyTaIlUi HaOII01aeTCs
npumepHo y 12% mroneit. [Ipupoaa HacaeACTBEHHBIX PAKOBBIX CUHAPOMOB
OOBSICHAETCS CYIIECTBOBAHUEM T.H. «PEIIECCUBHBIX OHKOTCHOBY

KakoBa 1iesb TMarHoOCTUKM HACJIEICTBEHHBIX pakoB? B TaHHOM KOHTEKCTE CIeyeT
BBIJICIUTH 2 KaTErOpUH JIFOACH, KOTOPhIE HYKAAI0TCS B TOJAO0HBIX
MeponpusaTusax.[lepByro coCTaBIsIOT caMy OHKOJIOTUYECKUE OOJIbHBIC; MPU



YCTaHOBJICHUH HACJIEICTBEHHOI'O XapakTepa 3a00JIeBaHUsI MOXKET 3aMETHO
W3MEHUTHCS TAaKTUKA JICYEHUS,B YACTHOCTH, OOBEM Olepalluy U/ WK XapakTep
Ha3zHayaeMol Tepanuu. Bropytorpynny GopMHUpYIOT 30pOBbIE JIOIU, Y KOTOPBIX
MpeIoJiaraeTcsi HaJIMuue reHeTUUEeCKOM PeApacioioKEHHOCTH K PaKy; B Ciiydae
MOATBEPKACHUS IPUCYTCTBUSI COOTBETCTBYIOIIECH MyTaIlMU OPTraHU3yETCsI KOMIUIEKC
MEpONPUSATUI, HAMIPABJICHHBIX HA MPEAYNPEKICHUE U PAHHIOK JUATHOCTUKY
OHKOJIOTUYECKOM MATOJOTHHU.

HacnenctBennsiit pak MmosiouHoi xene3bl (PMIK) sBisieTcst camoii yactoi
Pa3HOBUIHOCTBIO CEMEHHBIX OIyXOJIeBbIX 3a00JieBaHuii. Ero Bkiiaa B o01yto
BcTpeuaemocTb PMIK coctaBiset npumepHo 5-10%. «Knaccuueckue» pa3HOBUIHOCTH
HacseacTBeHHoro PMIK acconnnpoBanbl ¢ BBICOKUM PUCKOM paka siuaHuka (PS),
MO3TOMY B MEJIUITMHCKOM JIUTEpAType OOBIYHO UCTIONB3YETCSI TEPMUH «CUHIPOM
PMX/PSsI»(breast ovarian cancer syndrome). Bxiag Hacieacteerrnoro PMOK/PSI B
0011y1o 3a00J1eBa€MOCTh HOBOOOPA30BAaHUSIMU SIMYHHKA e11E 00Jiee 3aMETEH:
cuMrTaercs, yTo kak MUHUMYM 10-15% ciyuaeB P4 MoxHO 00BSCHUTH TPUCYTCTBHEM
T€HETUYECKOTO JIeeKTa.

NnenTudukanus reHoB NpeapacnoaoKeHHOCTH K PAKY MOJOYHOM Keae3bl:

HacnencrBennsiii cuaapom PMIK/PS ctan npeaMeToM Nt HHTEHCUBHBIX
uccienoBanuii B Hadase 1990x rr. B 1994 r. 6bU1 OTKPBIT NEPBBIN T'eH,
accoIruupoBaHHbIi ¢ JaHHbIM 3a0oseBanneM — BRCA1 (BReast CAncer 1), a rogom
no3xe — BTopoit reH, BRCA2. BRCA1 u BRCA2 koaupyroTHENOX0KHUE APYT Ha
apyra Oenkd, OTHAKO 00a MPOyKTa 3TUXTE€HOB UTPAIOT KIFOUEBYIO POJIb B
MOJJIEpKaHUM LIEIIOCTHOCTH T€HOMA, B YaCTHOCTH B mporeccax penapauuu JJHK .
[Tpumeuarenbro, yto myTanu B BRCA1 unn BRCA2 nabmonarorcs He 60jee 4eMm B
20-30% cemeiinbix cydaes PMOK/PS. Orpomusie ycuinst y4€HBIX HAIIPaBICHBI HA
UACHTU(PUKALIUIO IPYTUX T€HOB HACIEACTBEHHOTO paka MOJIOUYHOM >Kee3bl U/Uiu
SUYHUKOB. B X0/1€ 3THX HCClieIoBaHUH y1alloCh OOHAPYKUTh HOBBIC 3HAYNMbBIC
MyTanuu, npuoasnme k nHaktupauuu reHoB CHEK2, NBS1, PALB2 u 1.1. IlepBbie
nannbie o mpudactHOCTU reHOB BRCA1 u BRCA2 k Bo3HukHoBeHUI0 PMOK 1 PS
OBLITM TIOJyYEHBI Ha MAIMeHTKaXx, mpoxkuBatonux B EBporne u CeBepHoit Amepuke.
Oka3anoce, 4TO CIEKTP MyTallMil B 3TUX IF'€HAX UCKIIOUUTEIBHO IIUPOK . ITO
00CTOSITENNHCTBO 3HAYUTEIBHO 3aTPYIHSACT TUATHOCTUKY COOTBETCTBYIOIINX
HAPYIICHUN HYKJICOTHUIHOM MOCIEA0BATEIbHOCTH; JEUCTBUTEIBHO, TOJTHOLICHHBIN
anamu3 BRCA1 u BRCA2 Bkmrouaet B ce0Osl HE TOJIBKO MOJTHOE CEKBEHUPOBAHKE BCEX
KOJUPYIOUIUX YYaCTKOB ATUX JOCTATOYHO MPOTKEHHBIX T€HOB, HO U AETEKIINIO
nepectpoek mocpeacteom Merona MPLA (multiple ligation-dependentprobe
amplification). Emé B cepenune 1990-x rr. Obu10 00HAPYKEHO, YTO OTHOCUTEIHLHO
HeOoubIIKe, OMOTOTUYECKU U30JMPOBAHHBIE HAPOJHOCTH XapaKTEPU3YIOTCS
BbIpakeHHBIM 3 pekToM npenmecrseHHuka (founder effect) — npeodnaganuem T.H.
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nopropsatomuxcs myrauuii B BRCA1 uBRCA2. Hanpumep, y eBpeeB €BpONEUCKOro
MIPOUCXOXKEHUS (€BpeeB AIIIKEHAa3M) MpaKTUYeCKH Bce moBpexaeHus reHoBBRCA1 u
BRCA2 croastcsa k mytanusim BRCA1 185delAG,BRCAT1 5382insC u BRCA2
6174delT, y xuteneit Ucnanann— k amento BRCA2 999del5 . Ocobennoctu crnekTpa
MyTalliid B TOM WA UHOM reorpa)uueckoM perhoHe B 3HAYUTEIBHON Mepe
OTpakaroTCsl Ha OpraHU3alMK TUarHocTuku HacieacTseHHoro PMIK. B ctpanax 6e3
BBIpakeHHOTO d(pdekTa MpeAIIecTBEHHNKA TeHETUYECKOMY aHaJIM3y MOJIBEPratoTCs
MIPEUMYIIIECTBEHHO T€ CIIy4au OHKOJIOTUYECKOTO 3a00JIeBaHMs, IPU KOTOPHIX
BEPOSITHOCTh OOHAPYKEHUSI MyTaIlui JOCTATOYHO BBICOKA, @ UMEHHO MAIIUEHTKH C
BBIPKCHHBIM CEMEMHBIM OHKOJIOTMYECKUM aHAJTU30M /WK O0JIbHBIE C IEPBUYHO-
MHOECTBEHHBIMH OITYXOJISIMU W/WJIK MOJI0AbIe >keHIIUHbI ¢ PMOK nmu PSI.
[TpucyrctBue «d3ddexra npeamecTBEHHUKA» 3HAYUTEIBHO YIIPOIAET MPOLETYPY
tectupoBanus JJHK, nmpegocTtaiisiss BO3MOXKHOCTD JJ1s1 IPOBEACHUS
IIUPOKOMACIITAOHBIX UCCIIEIOBAHUM, B YACTHOCTH JIJISI U3YUCHHMSI BKJIaIa MyTallvil B
reHax HacJIeJCTBEHHOI0 paka B 001yto 3aboneBaeMoct PMXK u P, a Takke ananmza
PacrpoCTpaHEHHOCTH COOTBETCTBYIOIINX I'eHHBIX JE(EKTOB Y 370POBBIX JIFOCH.

dnuaemuonaorusg myranuil BRCA1.BRCA2. CHEK?2 u NBS1 B Poccun:

Poccuiickue uccnenoBanus HacaeACTBeHHOTO cuHapoma PMOK/PS navanucs ¢
HEeKOTOpbIM oTcTaBaHueM oT CIIIA u EBporbl, U IpUBENN K COBEPIICHHO
HEOKUJAHHBIM pe3yabTaTaM. [lepBas paboTa B JaHHON 00s1acTH ObLIa OMyOJIMKOBaHA
B 1997 1. u BKITtOUasa O0JIBHBIX ¢ ceMeiHbIMU (hopmamu PS5, mpokuBaronux B
MocKBE WM HEKOTOPBIX APYTUX PETHOHAX MTOCTCOBETCKOTO MPOCTPAHCTBA. [ TaBHBIM
UTOTOM 3TOH paOOTHI SBJISETCS BHIBOJ 00 MCKIIIOUUTEIHFHO YaCTON BCTPEUAEMOCTH
myTtann BRCAT 5382insC. Kak ynomMuHanoce BblIlie, 3Ta MyTaius Obuia H3HAYaJIbHO
OMKCaHa y NalMEHTOK €BPEHCKOr0 MPOUCXOKIAEHUS U IOITOMY J0JT0€ BpeMs
YIOMHUHAJIACh MPEUMYIIECTBEHHO B KOHTEKCTE UCCIIEIOBAHUI UMEHHO TOM
ATHUYECKOU rpynisl. [1o-BUAMMoMy, NpeACTaBICHUS O EBPEMCKOM IIPOUCXO0KIACHUN
amtenss BRCA1 5382insC sSBIAOTCS HE COBCEM BEpHBIMU: IAHHAS MYyTaIlus
OoOHapy>KHUBAETCs HE TOJBKO y KUTEIEH pa3IuyHbIX peTHOHOB Poccun, HO 1 'y
kopeHHoro Hacenenus [lonsmmu, JIuteel, JlatBuun, benopyccuu. Bepositho, 6omee
YMECTHO TOBOPHUTH O cliaBsHCKOM nporcxoxaeHnu BRCAT 5382insC, a
OTHOCHUTEJIbHO YacTO€ OOHAPYKEHUE IAaHHOTO BapuaHTa y eBpeeB AllIKEHa3!,
HaOroTaemMoe npeumyiiecTBeHHo B Bocrounoit EBporie, mo-BunuMomy, siBiasieTcst
CJIEACTBUEM JUTUTEIIBHOTO COCYLIECTBOBAHUS CIIABSH U €BPEEB HA TEPPUTOPUHU
[TpubGanTuku U HEKOTOPHIX IPYTUX COMPSHKEHHBIX TEPPUTOPHI. DTTUAECMHUOIOTHS
myTtanuu BRCA1 5382insC BbI3bIBaeT 110 MEHBIIIEH Mepe YAUBICHUE, T.K. OHA
MPOTUBOPEUHT YCTOSIBIIMMCS MPEACTABICHUAM O MHOTOBEKOBOM «CMEIIEHUH KPOBEW»
Ha tepputopun Poccuiickoit Umnepuu u Cosetrckoro Coroza. BRCAT 5382insC
coctasisieT 10 90% Bcex mytanumii reHa BRCA1 y manmeHTOK, MpoXuBaromux B
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JOCTATOYHO OTAANEHHBIX APYT OT Apyra pernonax Poccun — B Mockse, C.-
[TerepOypre, Kpacnonape, Tomcke u T.1. Bosnee Toro, aTa MmyTanus JOMUHUPYET B
MEPEYUCIICHHBIX BBIIIE MOTPAHUYHBIX TOCYIAPCTBAX C MPEUMYIIECTBEHHO CIaBIHCKUM
HaceneHueM — B [lonwiue, benopyceun, Jlateuu u Jlutse. I[IpumedarensHo, 4To
MpeCTaBICHHbIE JAHHBIE B MOJIb3Y OTHOCUTEIHLHON T€HETUYECKOU TOMOTE€HHOCTH
CJIaBsIH B IIEJIOM COTJIACYIOTCS C Pe3ysibTaTaMU MOMYJISIUOHHBIX HUCCIICIOBaHUM,
MOCBAIIEH HBIX OOIIIMM BOIIPOCAM T€HHOTO Pa3HOO0pa3usl y )KUTENCH HaIllel CTpaHbI.
Berpeuaemocts aitenss BRCA1 5382insC y 310pOBBIX KEHIIIMH COCTAaBIISET
npumepHo 0,1%. JlaHHbIN BapuaHT OTBEYAET MPUMEPHO 3a 2-5% oOuiei
3aboneBaemoct PMIK. Cpenu manueHToOK «BBICOKOTO PUCKay, @ UMEHHO OOJIbHBIX C
HaJIUYHEM CEMEMHOT0 OHKOJIOTHYECKOT0 aHaMHe3a, OujaTepaibHOTO MOPAKECHU S
MOJIOYHBIX KeJE3 WJIM pAaHHUM HadyaJioM 3a00JIeBaHUs, IaHHAS MyTaIus
0oOHapy»UBaeTCs B KAXKJIOM JiecsiToM ciydae. Enié npumeuaTtenpHee B ajjiess
BRCAT1 5382insC B 3a001€Ba€MOCTh paKOM SIMYHUKA: ATa MyTallusi 0OHAPYKUBAETCS
y 6onee ueMm 10-15% OGonbHBIX H1aHHON Kateropuu. CyIeCTBEHHO, YTO B OTIUYUEOT
PMK, pacnpenenenue Bapuanta BRCA1 5382insC y xenmun ¢ P4 He 3aBucur Hu
OT BO3pacTa MalMeHTOK, HU OT CEMEHHOTO aHaMHe3a, HU OT KOJINYECTBA MEPBUYHBIX
omyxoJieBbIX o4yaroB. [loatomy, eciu mist 60apHBIX PMIK MOXHO 00CyX)1aTh
nesnecoodpaznocth npuopurerHoro JJHK-rectupoBanus Tex 60JIbHBIX, KOTOPbHIE
00Jaar0T KIMHUYECKUMHU MTPU3HAKaMHU HACJIeICTBEHHOTO paka, To 1jsi PS cam

1o ce0e JUarHo3 3J10Ka4eCTBEHHOTO MOPAKEHUS SIMUHUKOB SIBJISIETCS OCHOBAHUEM
JUIsI Ta0OPaTOPHOTO TEHETHUECKOr0 00CIIeI0BaHNS.

B T0 Bpems kak ren BRCAT noaseprancs OTHOCUTEIBHO CUCTEMAaTHYECKOMY
aHanu3y, cBeneHus 00 snuaemuonorun myTtanuiit BRCA2 B Poccun HOCST
OTPBIBOUHBIN XapakTtep. MccnenoBanue 60mbHbIX 13 CHOUpPHU 00HAPYKUIIO HECKOIBKO
cnyuyaeB nHakTuBanuu BRCA2 y 6onbHBIX ¢ ceMeitapiM PMOK/PS, ognako naHHbIe
MOCKOBCKHX CIELMAINCTOB YKa3bIBAIOT HA HEMPUYACTHOCTH JAHHOTO T€Ha K
OHKOJIOTHUYECKOM 3a0osieBaeMocTu B EBporneiickoit yactu Poccuu. Cnenyer 3aMeTUTh,
YTO MCUSPIBIBAIOIINE PaOOTHI B JAHHOW 00JIACTH OBLIN OMyOIMKOBAHBI TIOJbCKUMH
KOJIJIGKTHBaMU; OHU TaK)KE€ YKa3bIBaIOT HA HE3HAUUTEIbHBIN BKJIaa MyTaruidi BRCA2
B atrosiornto PMX u PS y cnassn.

NuTtepecHOl 0COOEHHOCTHIO POCCUMCKUX MALMEHTOK SIBJSIETCS YacTast
BcTpeuaeMocTh myTanuii B rene CHEK?2. Jlannbiii ren, Takke kak BRCA1 u BRCA2,
MPUHUMAET y4acTHE B TIOJIJICP)KaHUH CTaOUIbHOCTH reHoma. B Poccutickoii
®enepanuu mytaiuu CHEK?2 BoisBisitoTCsl HE MeHee ueM y 2% «Ciy4alHbIX»
6onbHbIX PMIK, a npu oTOOpE ManneHToK Mo KIMHUYECKUX MPU3HAKaM CEMEMHOTO
paKa JaHHbBIM MOKAa3aTellb BO3pACTAET KAK MUHUMYM 10 5% .

Emé onun 3naunmeiit 11t Poccuu ren — red NBS1 (NBN). [Tauuentku ¢ PS He
XapaKkTePU3YIOTCA NOBBIIIEHHOW YaCTOTOM HAPYIIEHUI TaHHOIO reHa.
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Kiannnueckue acnekThbl HacjaeacrBeHnoro PMoK:
UTto nenath, €Clu y KEHIIMHBI 0OHApY>KeHa MyTallus, aCCOIMUPOBAHHAS C

cunapomoM HacneactseHHoro PMOX? CooTseTcTByromue peKOMEHAAUN JOCTaTOYHO
noApoOHO pa3zpaboTaHbl TOIBKO JJIsl HOCUTEILHUIL e(PEKTHBIX BApUAHTOB I'€HOB
BRCAI nnu BRCA2, B TO BpeMs KaK KIIMHUYECKUE aJTOPUTMBI B OTHOLLIEHU U
CHEK?2-, PALB2- u NBS1-rerepo3uror ocTatoTcsi IpeIMETOM ISl TUCKYCCUH.
CrenyeT noI4epKHYTh, UTO CYIIECTBYIOIINE MEAUIIMHCKUE CTaHIapThl YCTAHOBIICHBI
MPEUMYILECTBEHHO JJIs 3J0POBBIX KEHILUH C MyTalUsIMU; BOIIPOC 00 0COOEHHOCTAX
neuennst BRCA1/2-accounnpoBannoro PMXK u P cran nonHuMarbest B Hay4yHOM
JUTEpPaType OTHOCUTEIBHO HEAaBHO. [ TaBHOM LEIbI0 TUarHOCTUKHU HACIEACTBEHHBIX
PAKOBBIX CUHJIPOMOB SIBJIIETCS TIOMCK 30POBbIX KEHIIMH-HOCUTeNbHNUL BRCA -
myTtauui. [TogpaszymeBaeTcs, 4TO CBOEBPEMEHHOE BBISIBJICHHE T'€HHOTO Ae(eKTa
MO3BOJIUT NMPEAOTBPATUTH JETAIBHBIA UCXOJI OT OHKOJIOTHYECKOT0 3a00JIeBaHUS.
Kenmunpl, y KOTOpBIX HaOI01aeTCs TeTepo3urorHocts mo renam BRCA1 uBRCA2,
MOJIBEPTAIOTCS PETYJISIPHBIM O0CIE0BAaHUAM Ha MIpeAMET paHHel nuarHoctuku PMOK
u PAI.

ITomuMo 3TOTO, HOCUTENBHULIAM MyTaluii B reHax BRCA pexkoMennyercs
BBIMIOJTHEHUE TPODUIAKTHUECKUX ONIEpallii, HapaBIEeHHBIX HA y/laJeHUE TKaHEeH-
MmuiieHen. Jlo HegaBHUX 1Op JiekapcTBeHHOE JieueHne PMIK y 60abHBIX ¢ MyTaliusiMu
reHa BRCA1 He oTiinyanoch OT Tepanuu cropajandeckoro 3aboneBanus. OqHako, B
nocneaHue 2-3rojia CTajld HaKariuBaThCsl yOeIUTENbHbIE CBEJICHNUS,
CBUJIETENIbCTBYIOIIHNE 00 0COOOM CIIEKTPEe XMMUOUYBCTBUTEIbHOCTH HACIIEICTBEHHBIX
PMX. Ilpennonaraercsi, uto BRCA1-acconunpoBanusie PMIK xapaktepusyroTcs
PE3UCTEHTHOCTHIO K «30JI0TOMY CTaHAapTy» Tepanuu PMOK — npenapartam u3 rpyniibl
takcaHoB. B 1o e Bpemsa, PMK y BRCA1-reTepo3urot 1eMOHCTPUPYIOT
UCKIIFOUUTEIBHO BBIPAKEHHBIA PErpecc MpH JICUEHUHU UCITIATUHOM — XOPOUIO
W3BECTHBIM U JEMIEBBIM NIPENAapaTOM, KOTOPBIM IUPOKO UCIIOIB3YETCs IS JICUEHUS
IPYIUX Pa3sHOBUIHOCTEH OITyXOJIEH, HO II0OKA HE BXOAUT B CTAHIAPTHI TEPATIUU
KapIIMHOM MOJIOUHOM kee3bl. [10100HbIH 2 deKT cBsi3aH ¢ HATMYUEeM YHUKAIbHOTO
TepaneBTH4IeCcKoro okHa: B onmyxoysix y BRCA1-HocuTenbsHuIl HaOI0aeTCs OTHAs
WHAKTUBAIIUS YIIOMSIHYTOTO T€Ha, YTO MPUBOAUT K I€PEKTY TOMOJIOTUIHOM
pexomOuHauu; BRCA1-gedunuTHbIC KISTKA MPOSBISIIOT UCKITIOUNTETHHYIO
ySI3BUMOCTD K IIUCIIATUHY — IIpenapaTy, BbI3bIBAIOIIEMY OJJHO U IBYHUTEBbIE
pa3peiBbl JIHK. CymiecTBeHHO, 4TO HOpMaJibHbIE TKaHU, B OTJIMYKE OT OMYXOJIEBbIX,
COXpaHsAIoT reTepo3urotHsiii craryc BRCA1, mpuuém Hanuume e AMHCTBEHHOM
(YHKIIMOHAIBHOM KOMTUU JAHHOT'O I'€Ha OKA3bIBAETCS TOCTATOYHBIM JJIsI BHITIOJIHEHUS
ero @ynkuuii. [fToMumo nucmiaTHa, NIEPCIEKTUBHBIM HAMPaBJICHUEM JICUCHUS
HACJIEJICTBEHHBIX PAKOB SIBJISICTCA MPUMEHEHUE UHTUOUTOPOB oA J[D-
pubo3nonumepassl (PARP); pe3ynbrarsl epBbIX KIMHUUECKUX UCIIBITAHUN
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IIPOIEMOHCTPUPOBAIIN BBICOKYIO YaCTOTY U JJIMTEIBHOCTh OTBETOB ONyXOJIEH Ha
IIPOBOJIMMYIO TEPATIUIO.
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IIpunoxenue 1

HacJie/icTBeHHBII pak M0J104HO xkeae3bl (PMIK): ocHOBHBbIE (DaKThbI

Bcmpeuaemocmo

o  5-10% Bcex cmyuaeB PMIK, 10-15% Bcex ciayudaeB paka suunuka (P51)

I'enwt nacneocmeennoco PMIK

e BRCAIL, BRCA2, CHEK2, NBS1, PALB2

Knunuueckue npusnaxu nacredcmseennozo PMIK

e  Mouonoit Bo3pacT Hauasa 3aboneBanus (10 4045 ner)

o [lepBuuno-mHOxkecTBeHHbIE omyxoau (PMXK u PS; cunxponnsie u
METaxpOHHbIE)

o  Cewmeiinblil onkonoruyeckuii anamue3 (PMIK, PSl, pak xxenyzaka (7))

e  Herarusnsiii cratyc perientopoB (ER, PR, HER2) — tonbko ans BRCAL-
accoruupoBanHoro PMIK

3auem ouaenocmuposams Haciedcmeenuwli PMIK?

o [lamuentku: ynyumenue 3phekTuBHOCTH JieueHus (MOAu(pUKAII TAKTUKA
XUPYPrUIECKOro BMENIATEILCTBA U JIGKAPCTBEHHOU Teparm)

e  310pOBBIE POACTBEHHUIIBI MAIIUEHTOK: BBISIBIIEHUE HOCUTEIbHHUII;
MEPONPHUITHS 110 PAHHEN TUAarHOCTHUKE;

®  NpOPUIAKTHYECKUE OTIEPALINH

Jleuenue nacneocmseennoco PMIK

e  OTKa3 OT OPraHOCOXPAHSIOIIUX onepariuii (?)

e JlomonaHeHUE CTaHIapTHOTO XUPYPruYECKOr0 BMEIIATEIbCTBA
IpodUITaAKTHUECCKUMU oreparusamu( ?)

e  Ortka3 OT Ha3HAYCHHUS TAKCAHOB HA PAHHUX dTarnax JieueHus (aIbroBaHTHAS
Teparus, Tepanus nepBoit tuauu (?)

e [IpuopurerHoe ucnoib30BaHue IuUcILIaTHHA (?)

e  PARP-uHruOUTOpHI

Kaxkoesa eeposimuocmo nepedauu mymayuu nomomcmaey?

e 50%

B kaxom eo3pacme moorcno oenams JJHK-mecm?

e Hepanee 18 ner

Kaxoea seposimuocms 603HUKHOBEHUSL OHKOJIO2UYECKO20 3A001e8AHUSTY
HOCumenbHuy mMymayuu?

e 90%

3abonesanus, accoyuupogannvle ¢ cenamu Hacreocmeenno2o PMIK

e  Pak MosI04HOM KeJe3bl

) Pak guunuka
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e  Pak momkenyno4dHoi sxeness (?)

e  Paxk xenynka (?)

Ymo Odenamwv 300p06bIM HOCUMENbHUYAM MYMAYULL?

e  Onkojoruveckas HAaCTOPOKEHHOCTh (BHUMAHHUE K CUMIITOMAaM )

e  Camoo0cemoBaHie MOJOYHBIX Xkené3 (¢ 18 ser, exxeMecssuno) (?)

e  (OOcnenoBaHue MOJIOYHBIX KeNE3 y MmamMmoriora (¢ 25 nert, 1 pa3 B 6 mec.)

e  MarnuTtHo-pe3oHaHCcHas ToMorpadus MOIOYHBIX kené3 (c 25-30 nert, 1 pa3 B
6-12 mec.)

e  Mawmmorpadus (c 25 nert, 1 pa3 B 6-12 mec.)

e  VYibpTpa3ByKOBOE HCCleIOBaHUE SMYHUKOB (¢ 35 net, 1 pa3 B 6 mec.)

e  Omnpenenenue ypoBHs mapkepa CA-125 (c 35 ner, 1 pa3 B 6 mec.)

o [IpodunakTuyeckas MoaKOKHASI MACTIKTOMUS, YCTAHOBKA UMILJIAHTOB (TIOCTIE
30-35 ner)

o [Ipodunaktuyeckas oBapudkTomus (mociue 40-50 ner)
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