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HACNEACTBEHHAA NPEAPACMONIOMKEHHOCTD,
KAK OAKTOP PUCKA PA3BUTUA PAKA ANYHUKOB
B MOXXUJIOM BO3PACTE

BBepgeHune. HacnepncrseHHaa npegpacnofioXeHHOCTb K paky ANYHNKOB CTajla npeq-
METOM aKTMBHbIX HAayUHbIX NCCNeAoBaHNI B KOHUe XX Beka, Koraa 6binu oTKpbITbl FeHbl
BRCA1 n BRCA2. Puck pa3BuTUA 310KaueCTBEHHbIX OMyXONen Npu Hannyumn reHeTu4ecKom
nonomkmn B 30-50 pa3 Bbilwe, Yem B obLieli NONYNAUMM N acCOUMMPOBaH C BO3PaCTOM.
JTiogun, nmetowme repmmHanbHyto BRCA myTaumio, 4o onpefeneHHOro.Bo3pacTta OCTaloTcA
NpakTUYeCKn 340POBbIMY, OAHAKO BEPOATHOCTb Pa3BUTUA Y HUX paka AUYHMKOB K 70 ro-
Jam MoxeT focturatb 60%. HakonneHHble K HacTosLeMy BpeMeHU COGCTBEHHbIE JlaHHble
1 aHanu3 Hay4YHoOW NuTepaTypbl NOKa3bIBatoT, YTo B [POAHEHCKOM 06N1aCTN KaXXabli TpeTrit
Cylyyait paka AMYHMKOB 0OYCNIOBREeH Hannumem repmmHanbHom MyTaumm B reHax BRCA [1].

O6Lwenpr3HaHHbIM ABASETCA U TOT GpaKT, UTo BO3PACT cam Mo cebe ABNAETCA OQHUM U3
OCHOBHbIX GaKTOPOB PUCKa Pa3BUTKA 3N10KAYECTBEHHbIX ONyXonel pa3nyHom floKanumsa-
uun. MNpu 3TOM NO MHEHWIO PAAa UcceoBaTenel Bo3pacT yxyLaeT NPOrHo3 TeyeHns 3a-
60neBaHUsA He TONbKO 3a CYET POCTa YMCNA HEONAronpPUATHBIX MTMCTONOrMYeCcKnX Gopm, HO
1 3a CYET BbIpaXKeHHOro KOMOPOUAHOIO COCTOAHMSA XKEHLUMH, YTO BAUAET Ha 06bem npo-
BOAMMOrO JieYeHnsA. OTO HeobXxoAUMO YUNTbIBaTb NpW onpefeneHn UHANBULYaNbHOro
reHeTMYeCckoro NporHo3a u Bbibope afieKBaTHbIX Mep NPOGUNAKTUKN.

Llenb nccnegoBanmna. OUEeHNTb KIMHUKO-TeHeTUYeCckne 0COOeHHOCTM HacleaCTBEH-
Horo BRCA-accouumpoBaHHOrO paka ANYHWKOB B rpynrne nauueHTok ctapue 60 neT B
[poaHeHCKOM pernoxe.

Matepumanbi nmetoabl. [1poBefeHO KIMHNYECKOe N MOSIEKYNAPHO-reHeTNnYecKoe 1c-
cnefoBaHue 620 nalumeHToK C Bnepsble BbiABNeHHbIM B 2008-2022 rogax pakoM ANYHK-
KOB. Bce »eHLWuHbl npoxoannu neyexve B Y3 «[poAHEeHCKan yHUBEPCUTETCKAA KNMHMKay.
YcnoBuem BKOUYeHNA B NCCNIefoBaHWe ObUIO Hannyre rmcTonornyeckon sepudrkaymm
OrarHo3a, uHPopmMmpoBaHHOE cornacme }eHwuHbl Ha npoBeaeHue JHK-TectupoBaHusa u
3anoiHeHe OPUTMHANIbHOWM aHKETbI-ONPOCHUKA, BKITIOYaBLLEN BOMPOCbl O CEMENHOM OH-
KONOFMYecKoM aHaMHe3e, cocTaBe cemby 1 ap. B nccnepgyemoii rpynne 6bin0 218 xeHwmH
B BO3pacTe 60 sieT 1 CTaplle Ha MOMEHT YCTaHOBMIEHNA AnarHo3a oBapuanbHOM KapLuHo-
Mbl. CpegHMIA BO3pacT NaumeHTok coctasun 67,3 roga (ot 60 go 85 ner). MNo pesynbratam
MONEKYNAPHO-TEHETNYECKOTO NCCNIeAoBaHNsA 06pa3La BeHO3HOM KPOBY METOLaMU Nonu-
Mepa3HOW LenHom peakLymm 1 NOTHOreHOMHOIO CEKBEHMPOBaHWA KOgMpyloLen nocieso-
BaTenbHocTy obnact BRCA1 1 BRCA2 reHoB repmurHanbHasa MyTaumsa B reHax BRCA 6bina
BbiABNEHa y 53 nmaumeHTok (24,3%) [1, 2]. CpeaHMI BO3PaCT XeHLWH C HacneaCTBEHHbIM
pakoM AMYHUKOB B CTaplueii BO3pacTHOM rpynne coctaBun 65,7 net (ot 60 go 79 ner).
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MpoBeneH aHanV3 aHaMHECTUYECKUX, KIIMHNYECKNX, MOPPONOrMUYECKMX U MONEKYNAPHO-
reHeTUYeCKNX AaHHbIX STUX NaLMEHTOK.

Pe3ynbratbl uccnegoBaHuA. AHanns CnekTpa repMrHasbHbIX MyTaLui NoKasan, 4to
B CTaplueil BO3PACTHON rpynmne npu pake AMYHMKOB AoMUHMpPYeT fedekT B reHe BRCAT,
KOTOpbI 6bl1 ycTaHOBMEH B 83% cnyyaeB. ToNbKO y 9 MaLUMeHTOK HacneACTBEHHbIV pak
6b1n 06ycnosneH nonomkol B reHe BRCA2. Mpwv 5Tom B TpeTu cilyyaeB B IMYHOM aHaMHe3e
MEHLLMH C repMUHanbHol myTauuen B reHe BRCA2 6bin pak MOSTOUHOW Xene3bl B Bo3pacTe
56,58 1 70 net. Cpegun myTauuii B reHe BRCA1 yalue gpyrux Bctpeyanucb noaumopdusmbl
¢.5266dupC (n=19, 43%) un c.4035delA (n=15, 34%). B 10 cnyyasx Gbinu BbIABEHbI e4u-
HWYHble naTonornyeckre nonnmopdusmol B reHe BRCA1. TonbKo y ogHOM»KEHLIMHBI 13
10 c peiKol repMUHaNbHOM MyTauveil B IMYHOM aHamMHe3e Obln pak MOSIOYHOW »Kene3bl B
Bo3pacTe 53 net.

B 72% cnyvaes vimen MecTo OTArOLWEHHbI CeMeNHbI OHKOIOFMYECKU aHaMHe3, of-
HaKO paK AVYHMKOB MMM PaK MOJIOYHOW Xene3bl Y KPOBHbIX POACTBEHHMKOB Obll OTMe-
YeH TONbKO 23 eHWmnHaMu (43%). Y 13 XKeHLH 6bl1 OTArOLEH NMUHBIA OHKOJTIOrMYeCKUin
aHamHe3. YCTaHOBJEHO, UTO 11 XKeHLWMH paHee 6onenn pakoM MOTOYHON Xenesbl, 1 — Ko-
NIOPEKTaNbHbIM pakoMm, 1 — pakom NouKu. Pak ANYHUKOB OblN ANArHOCTMPOBAH B CPeaHEM
cnycTa 10,5 neT (uHtepsan ot 1 Ao 25 neT). ToNbKO Y:0[HOW XeHLWMHbI CNyCcTA 9 neT nocne
NeyeHns paka ANMYHMKOB B Bo3pacTe 77 neT Obli AUarHOCTPOBAH PakK Nerkoro.

Y 40 (75,5%) nayneHToK pak sMYHUKOB bbigruarHoctnposaH B lI-IV ctagum 3abonesa-
HMA. B 6onblINHCTBE cilyyaeB Obina AMarHOCTMPOBaHa cepo3Has KapumHoma (n=47, 89%),
B ABYX — TyOynapHaa KapumHOMa, eAUHNYHbIE ClyYan SHOOMETPUOUAHONW, MyLMHO3HON,
HeanddepeHUMPOBaHHOW 1 MOrPaHNYHON MYyLIMHO3HOW KapLMHOMbI ANYHUKA.

Tonbko 45 13 53 eHWmWH 6610 NPOBEAEHO CTAaHJAPTHOE KOMMIEKCHOE NleyeHre B
obbeme XMpypruyeckoro BMeWaTenbCcTBa U 6 KypcoB nonuxumuoTtepanuu. B page cny-
YaeB NMPWYVHOW NpeKpaLLeHUs fieyeHNs Obll 0TKa3 NALNEHTOK, TAXKECTb COMYTCTBYIOLLEN
naTonorum n obuero cocToAHUA. AHanm3 conyTCTBYIOLEN NaToNorMy nokasan Hanuuve
nwemmyeckon 6onesHn cepaua 1 apTepranbHON rMNepTeH3nn y 60NbLUNHCTBA MeHLUVWH,
y ueTblpex — C HapylleHrieM CepAeYHOro puTMa, y Tpex paHee 6bin MHPAPKT MUOKapAa,
y 1 - onepauus.Ha KnamaHax cepaua. CaxapHolm anabetom 2 Tuna 6onenu 6 YyenoBek,
pexe BCTpevanumcbKeiuekameHHas 60ne3Hb, MONWMbl KALWEUYHVKA, NaToNornsa WMToBma-
HOW »ene3bl: B @quHNYHbIX cnyyasax naumeHTKn umenu renatnt C, peBMaTouaHbIA apTpuT,
aHeBpPU3MY/COCy[i0B rofIOBHOrO Mo3ra. HapylieHnsa »uposoro obmeHa nmenun 15 (28%)
yenosek (MUMT ot 30,5 go 41,9). M36biTouHan macca Tena umena mecto etle y 29 (55%). B
BO3pacTe 55 net BCe XeHLWMHbI nccneayemon rpynnbl 6binm B nocTMeHonayse. B TeueHne
rofia OT MOMeHTa NOCTaHOBKW AnarHo3a ymepnu 6 nauneHTok (119%).

AHanu3 rvHeKoNorMyeckux 3aboneBaHUN MoOKasaN BbICOKYI0 PacnpOCTPaHEHHOCTb
[06pOKaYeCTBEHHbIX FOPMOHO3aBUCUMbIX 3a60NEBaHMI 1 NATOMOMMKN LWENKM MaTKu (y
30 13 53 XeHLWKH). Xupypruyeckoe BMeLIaTeNIbCTBO Ha MaTke U NpuaaTkax paHee 6biio
BbINOMHEH 4 eHLWMHaM (yAaneHne MaTky UAWM KUCTbl ANYHKKA). AHanu3 penpopyKTuB-
HOW GYHKLMM NOKasas, YTo TONbKO Y 4 13 53 KeHLWWH He 6b11o 6epeMeHHOCTeN 1 POAOB.
BONbLWMHCTBO »KeHWMH poxxanu ABaxabl (N=33). BoceMb XeHLMHbI UMeNy OAHU pofabl B
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aHamHe3e, Tpoe 1 6onee poAoB 6biNK ellle y BOCbMW NauMeHTOK. MeguumHcKme abopTbl
ObINN B aHaMHe3e Y 29 >KeHLUMH, CAMOMNPOW3BOJIbHbIE BbIKMABIWN — Y 3.

BbiBogbl.  [lonyuyeHHble  AaHHble  AEMOHCTPUMpPYT  ocobeHHocTn  BRCA-
aACCOLMMPOBAHHOIO paka ANYHUKOB B CTapLUei BO3paCTHOW Fpynme 1 MoryT ObiTb NCNonb-
30BaHbl B KJIMHUYECKOW NpaKTrKe Npu Bbibope MeToAa NepcoHann3npoBaHHON nepauny-
HOW NPOGUNaKTMKN paka AMYHUKOB ANA XKEHLMH B MO3[HeN NocTMeHonay3e. YcTaHoBe-
HO, UTO B [POAHEHCKOM PErvioHe B BO3PACTHON rpynne »eHLWWH cTaplue 60 neT MeeT me-
CTO BbICOKas YacToTa BCTPeYaemMocCTy HacneactseHHoro BRCA-accoLmMmpoBaHHOMO paKka
ANYHMKOB. CBOEBpEMEHHAs MPEBEHTUBHAsA PUCK-peayLmpyiolas Xupyprusa B obbeme
[BYXCTOPOHHEN alHEKCIKTOMUM B MO3[AHEN NOCTMEHOomMay3e Nno3BonsAeT rfpefoTBpaTuTb
pa3BuTVE OMYXONU B ANYHMKAX Y MAaLMEHTOK U3 FPYnMbl BbICOKOTO prcKa.
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BHYTPUYTPOBHOE UHOWULIUPOBAHME:
ANATHOCTUYECKUE KPUTEPUAI BO BPEMA
BEPEMEHHOCTU N B PAHHEM HEOHATAJIbHOM NEPUOAE

BBepgeHue. BHyTpuyTpobHble MHbeKunn (BYW) sBnAloTcA akTyanbHON npobnemon
nepviHaTanbHON MELULMHBI 1 3aHMMAtOT NepPBOe MeCTo B CTPYKType 3aboneBaeMocTy 1
CMepPTHOCTY Y. HOBOPOXIEHHbIX feTein. HebnaronpuatHbiMu ncxogamu BYW siBnsioTca: Bbl-
KuZblliy, NpexXgeBpeMeHHble POAbl, 3afiePKKa BHYTPUYTPOOHOrO pa3BuTWA Mioaa, nna-
LieHTapHble HapyLLeHNs, XPOoHMYecKas BHYTPUYTPOOHas rMNoKcus nnoga, MHorosogue,
UHbEKUMOHHBIE 3a60neBaHNA Y MAOAA U HOBOPOXAEHHbIX, BPOXKAEHHbIE MOPOKU pas-
Butua 1 ap. [1]. OcHoBa npodunakTmkm BYW — cBoeBpemeHHas gMarHOCTMKa 1 feyeHne
6epemMeHHON »eHWWHbI. Hanprmep, aHTMbakTepuanbHaa NpodunakTuka, NpoeefeHHas
He MeHee yeMm 3a 4 yaca A0 pPOAOB, NpedoTBpaLLaeT nepefayy CTPEnTOKOKKa rpynnbl B
HOBOPOXXAEHHOMY pebeHKy [2].

Lienb nccnepgoBaHunA: BbiABNEHNE JUAarHOCTUYECKUX KpuTepues BYW.

Marepuanbl 1 meTopbl. PeTpoCneKTBHBIN aHann3 NCTOPUN POLOB aKyLIepCKo-06-
CePBaLNOHHOIO OTAENEHMA U UCTOPUIA Pa3BUTUA OTAENEHUA ANIA HOBOPOXKAEHHbIX AeTel
(obcepBaLMOHHOE) yupexaeHus 3apaBooxpaHeHnsa «fopofckasa KnuHMYeckas 6onbHuLa
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