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MPAHYJIESOKIIETOYHbIE ONyxXonn AN4YHUKOB:
OCOBEHHOCTWU KINTMHUWYECKOI'O TEMEHUA U

FTEHETUYECKOIO CTATYCA
CasoHeeuvy E.J1.}, )Kno6uy M.B.}, 3atliyesa T.I1.?, Mameeiivyuk H.B.?

YO «podHeHcKull 20cydapcmeeHHbiIll MeOUUUHGKUU yHUsepcumem»*
Y3 «[podHeHckas obnacmHasi KnuHuYeckashbombHuYa»?

[paHyne3okneToYHble OMyXonu SIMMHUKOB, OTHOCATCA K pedkum He-
anuTenuanbHbIM HOBOOOpasoBaHUAM W.A0 MexayHapoaHOW rucTonornde-
ckon knaccudukaumm onyxonen BQO3 oTHocATCcA K HOBOOGpasoBaHMSM
CTPOMBbI NOSIOBOro Tsxa. M0 AaHHBIM. pa3HbiX aBTOPOB rpaHyrne3oKneToy-
Hble onyxonu coctaensoT 5-10% OT Bcex 3nokavyecTBeHHbIX HOBOODOpa3o-
BaHUN andHukoB (boxmaH A.B. 1989; YpmaHnueea A.®. 2001; Uygun K.
2003). paHynes3oKneToYHbIE ORYXONM MPOAYUMPYIOT pag CTEPOUOHbLIX U
rMUKONPOTENOHbLIX TOPMOHOB. \Cpean BCex ropMOHONPOAYLIMPYHOLLMX HOBO-
06pa3oBaHNn ANYHMKOB OHU SBMASAIOTCA CaMbiMU pacrnpoCTpaHeHHbiMn. B
‘pogHeHckon obnactu Mo daHHbIM Benopycckoro kaHuep-pernctpa rpaHy-
Ne30KNeToYHble ONYXOaW' AMarHoCTUPYIOT B cpedHeM y 6-7 XeHWMUH B rof,
YTO COCTaBNSAET 5,7% OT cryyaeB BCeX 310Ka4yeCTBEHHbIX HOBOOGpa3oBa-
HUA anvHnkoB. B 1977 rogy R.E. Scully 6binm BbligeneHbl AgBa Tuna rpaHy-
Nnes3oKrieTo4HbIX onyxoneun — B3pocnbin (95%) n toBeHunbHbIN (5%). C 1995
roga a1o oTpaxeHOo B MexayHapoaHOW MMCTONOMMYEecKon Krnaccudumkaumm
onyxonen BO3. Ha cerogHAwHWA OeHb rpaHyne3oKneTouHble OmnyXomnm
SWYHNKOB B3POCMOro TUMa CYUTAKOTCA «HEMPOrHO3MpyeMbIMU OMyXONAMMy,
T.K..Bonpoc 06 nx 3rioka4eCTBEHHOM MOTeHLUMane n JOCTOBEPHbIX KINHUKO-
mMopdonormyecknx  ¢aktopax nMporHo3a OKOHYaTerlbHO He  pelleH
(Chudecka-Glaz A. et al., 2003).

Llenbto HacTosiwero wuccrnegoBaHusi ObiNo  U3yYeHUe  KITMHMKO-
reHeTUYeCKNX OCODEHHOCTEN rPaHyne30KNeTOYHbIX ONyxonen n onTMMnaa-
UMS TaKTUKW BeAeHUs NaLMeHTOK C JaHHOW naTosniornen SMYHUKOB.

MaTtepuansl n metoabl. [lpoBeaeH peTPOCNEKTUBHbLIM aHanm3 KnuHu-
YeCKMX U MOPdONOrM4YecKUX AaHHbIX U3 MeAULMHCKOW [OKyMeHTauuu
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["pOAHEHCKOro obnacTHOro OHKOSIOrMyeckoro gucnaHcepa scex 40 crnyvaes
3aboneBaHus rpaHyne3oKneToYHbIMU ONYXONsMU SSIUMHUKOB B [T POAHEHCKOWN
obnactn 3a nepuopg ¢ 2007 no 2012rr. lna onpeaeneHns HacneLCTBEHHOM
npeapacnonoXeHHOCTU K 3nokavyeCcTBEHHbIM HOBOOOpa3oBaHNAM SIMMHUKOB,
accounmnpoBaHHon ¢ mytaumen B reHe BRCA1, 11 xeHwmHam ¢ rpaHyneso-
KneToYHbIMK onyxonsamu nposegeHo AHK-tectnpoBaHve mMeTtogoM MyrnbTu-
NMEKCHOW nonumMmepasHoun uernHon peakumn. Onpenensanucb TpU OCHOBHbIE
HacnencTBeHHble myTauum B reHe BRCA1: 5382insC, 4153delA, C61G.
N3onauma OHK n3 nemkoumtoB BEHO3HOM KPOBW BbLINOSMHAMACH METOLOM
conesoun aKcTpakuuu. MonekynspHo-reHeTnyeckas OMarHOCTUKa -APOBOLM-
naco B Jlabopatopun 'eHeTukn n MNMatomopdoniornm NMomopckoro MeanLnuH-
ckoro yHusepcuteTa r.lleTuH (pykosoautens — npodeccop A. JItobnHckn) B
pamkKax 4oroBopa 0 Hay4HOM COTpyAHMYEeCTBe.

Pesynbtatbl. CpegHui BO3pacT NauUMEHTOK C rpaHyriesokIeTOYHbIMU
onyxonamu B UCCReayeMon rpynne cocTaBuil HA MOMEHT YCTaHOBMEHUS
anarHosa 54,7 net (ot 28 go 86 net). B Bo3pacte go+45 net 3aboneno 8
yenosek (20%), 45-60 net — 17 (42,5%). Kaxxgas TpeTbs keHwmHa (32,5%)
3abonena B Bo3pacTe 47-53 roga. PacnpeaeneHne BosibHbIX MO CTagnsam
cornacHo knaccudpukauum TNM 6bino cnegyowgum: TINXMO — 16 (40%),
T2NxMO- 6 (15%), T3NxMO - 9 (22,5%), T3NxM1.- 2 (5%). B 7 cnyyasax
cTaguna 3aboneBaHusl He ycTaHoBneHa. B AByx criydyasx umen MecTto nep-
BUYHO-MHOXECTBEHHbIN CUHXPOHHbBIN pak,— COYeTaHue rpaHyre3oKneTou-
HOW ONyXOoSin IYHMKA C afeHOKapUMHOMOW SHOOMETPUS Yy NaLUMEeHTOK 64 n
78 net. Y ogHOM NauMeHTKM CNyCTsS ABa roga nocrie fnedyeHusa rpaHyneso-
KNEeTOYHOW ONyXOnn SIMMHUKOB,ObIT ANarHOCTMPOBaH pak MOJIOMHOW Xene-
3bl. OCHOBHOM MeTO[, fnevYeHust rpaHyie3oKNneToYHbIX Onyxonen — XMpypru-
Yeckuin. BbIinonHaeTca akeTMprnauus, MaTtkM ¢ npuaaTtkamm cO CPOYHbIM n-
CTOMNOMMYECKMM UCCNEeAOBaHUEM U MHTpaonepaumoHHoe cTagupoBaHue
npouecca. ¥ Monoabix NMauneHTOK C rpaHyfie30KNeTOYHbIMU ONMyXOnaMu He-
pefKo BO3HMKAET .BOMPOC O COXPaHEHUN PernpoayKTUBHON PYHKLNN, B CBA3N
C 4YeM 0CcoObIN _UHTEepec NpeacTaBnseT aHanu3 pesynbTaToB fneveHns. Yaa-
neHve maTku ¢ npugartkamm 6bino BoinonHeHo 31 6onbHON (78%), Npy aTOM
B 4 criydagX npu.AOBTOPHbIX ONepaTuBHbIX BMeLlaTenbcTBax. [ByXCTOPOH-
HAA aJHEKCIKTOMMUSA NpoBefeHa 3 XeHLUNHaM, YaCTU4YHOoe yaaneHue onyxo-
NN B/CBA3WN '€ pacrnpoCTPaHEHHOCTbIO npoLecca - ogHon nauueHTke. Opra-
HOCOXpaHSAwLMe onepaunn BbIMNOMIHEHbI ABYM MOMOObIM >KEHLWMHaM B
PHIL, OuMP um. H.H. AnekcaHgpoBa. BOnbLUMHCTBO onepaTUBHbIX BMe-
wartenbcTB (65%) 6bino npoeeaeHo B Y3 «'OKb», B 11 cny4yasax onepaTtus-
HOEe feyvyeHne npoBOAUIIOCHL B TMHEKONOMMYECKUX OTAENEHUAX FOpPOACKMX
6onbHUy, n LUPB (28%). XuMmnotepaneBTuyeckoe neyeHne B nocreonepa-
LUMOHHOM nepuoge npoBoaunu 21 xeHwmHe. 3a nepuwon HabnwgeHus
ymepno 6 6onbHbIX (15%). B TeyeHne roga nocne ycTaHOBMEHUs guarHosa
ymepno 3 XeHuwmHbl. [MpnymHOn cMepTn BbINnM NO34HAA AMarHOCTMKa, O4Ha
naumeHTKa ymepna oT OCITIOXXHEHUI NOCIe XUPYPrnMYecKoro nevyeHns. Takum
obpasomMm, KIMHMYecKoe TeveHWe rpaHynes3oKreToYHbIX onyxonen B OOfb-
LUMHCTBE cny4vaeB 6riaronpuaTHoe.

NHK-TecTnpoBaHne Ha HOCUTENBLCTBO Tpex Haubornee pacnpocTpa-
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HEeHHbIX B [[poaHeHcKkoM pernoHe myTauuin B reHe BRCA1 nokasano oTcyT-
CTBUE CBSA3U TPaHYNe30KNeTOYHbIX OMyxoSfieM C HapylweHUsSMU YHKLUN
AaHHOro reHa. Hu ogHa 13 mytauui He obHapyXXeHa B uccrnegyemMmomn rpynne
XEHLUWH C rpaHynes3okneTo4HbIMM OnyXonsaMu, Torga Kak CBA3b 3TUX MyTa-
UUIA C anuTenuanbHbIMW 3110Ka4eCTBEHHBbIMW ONYXONsMuU UMeeT MecTo B 15-
20% cny4aes.

BbiBoAbl: "paHynes3okneTo4Hble Onyxonu SIMMHUKOB 4Yalle Habnoaa-
I0TCS B Mepu- U NOCTMEHoMNay3asribHOM nepuoae, YeM B penponyKTUBHOM.
KnuHnyeckne ocobeHHOCTU TedeHusa 3aboneBaHns, BO3MOXHOCTb npoBee-
HUSA OpraHOCOXpaHSAKLWMX onepaunin, 6naronpUATHLIA NPOrHO3 Te4YeHns 3a-
boneBaHus, gaxe Npu BbISIBEHUN pacnpoCcTpaHeHHbIX hOpM U OTKa3a oT
XuMmoTepanuu, ANKTYOT HeOBX04MMOCTb MHOMBUAYANbHOrO nogxoga K ta-
KM nauueHTam.

KIMMHNYECKAA ANMNPOBAUNA HOBOIO CINMMOCOBA NEYEHNA
QAMATENMUANIBHOIO KOMNMYNKOBOI'O XOA
CanmuH P.M., Bamaee C.A., Aukesu4B.K.

YO «IpoOHeHcKul 20cyOapcmeeHHbItU MeOUUUHCKUU yHuUgepeumemy

AKTyanbHOCTb. JnUTeNuanbHbIn KOMYMKOBLIM X04: (QKX) gasnsetcsa
pacrnpoCTpaHEeHHbIM NPOKTONOrM4Yeckum 3aboneBaHuemM, BCTpeyarLwmmea y
3-5% TpymocnocobHoro Haceneuus (BopobeerB: MWU. ¢ coast., 2001;
Bendewald F.P., Cima R.R., 2007).

Ha cerogHswHMin AeHb GOMNbLUMHCTBO | CreunanucToB YTBEPXKAAloT,
YTO OCHOBHbIM MOAXOA0M B KOMMMeKce NevyebHbIX MeponpuATUn 3TOMO KOH-
TUHreHTa B60NbHbIX SBMSETCS CBOEBPEMEHHO BbIMOMHEHHOE pafuKarbHoe
XMpypruyeckoe BMeLLaTesIbCTBO, APU KOTOPOM BeayLUMMU MPUHUMNaMKN SB-
NATCA afekBaTHas caHauus U OPeHUPOBaHME THOMHOMO oyara, a KoHcep-
BaTMBHble METOAbl OrMYHO UCAOSMBL30BaTb Ha CTaguu UHdUIbTpaTa, Koraa
npepsBaTtb pasBuUTME BOCMAaNUTENbHOIo npoLecca eLle BO3MOXHO, UM B Ka-
YyecTBe npegonepaumoHHOW NogrotoBkn 6onbHbIX [1,4]. YYeHbiMM npeasio-
XEHO 3HauyuTeribHoe KOSIMYECTBO CrocoboB XMPYpPrnyeckoro neveHus, oa-
HaKo eANHOro noaxoda K BbIbOpy TakTMKM M MeToha onepaTMBHOro nocobums
npv gaHHOM 3ab0neBaHNn Ha CerogHAaWHMI aAeHb HeT [1, 2].

PesynbraTbl, XUPYPruyeckoro rie4YeHUs Herb3s Ha3BaTb MOSIHOCTLIO
yAOBNETBOPUTESNBHBIMU B CBSA3N C BbICOKOW 4acTOTOW peumauBoB 3abone-
BaHus oT 2-11. 00 30-40% 1 nocneonepaumoHHbIX OCMOXHEHMA OT 2,5 A0
53%.(Bopobees I.U. c coasT., 2001; Spivak H. et al., 1996). Bce ato npwu-
BOOUT K YANMHEHUIO CPOKOB NeYeHusi, HeTPYAOCNnoCOBHOCTN NaLMEHTOB U
3HAYMTENbHOMY YXYALIEHUIO KadecTBa UX XU3HWU. U3 XnMpyprumyeckmux MeTto-
AoB feveHna OKX BO MHOMMX 3anagHblxX CTpaHax BCé BonbLlien nonynsipHo-
CTblO MONb3YeTCs OTKPbITbIN MeToq nedeHus[2, 3]. CpokM 3axMBrEHUN pa-
Hbl BTOPUYHbIM HaTSXXEHMEM MPaKTUYECKU WOEHTUYHbI NPU OCMOXHEHHbIX
paHax rnocne MeToAo0B YLWMBaHUSA IMyXUM LUBOM [2].

Llenb: ynyywnTb pesynbTatbl XUPYPruydeckoro nedeHms 60MbHbIX
anuTenmasnbHbIM KOMYUKOBBIM XOO40M MyTeM pa3paboTku M BHEOPEHUS HO-
BOro MeToJa MCMNosfib30BaHUA paccacbiBalWeNCcsa XenatmHoBOW rybkm
«CnoHroctaHy», HanpaBfeHHOro Ha ObiCTpenllee 3aXUBMEHUE paHbl,
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