muddepeHnupoBKa  MPOBOAMWIACH  C yUETOM  MHTOTHYECKOHM  aKTHBHOCTH,
UHQWIBTPATUBHOIO  pPOCTa,  pa3pacTaHU  CTPOMBI,  HEKPO30B  OMYXOJH.
[Ipoananu3upoBanbl JOKaIu3auuss | V OMyXOJdM, YacTOTa MECTHBIX PELUIUBOB
U OTJQJICHHBIX METacTa30B, METOJAbl JieueHHs. [loydeHHbIE [aHHBIE OBUIH
IPOAHAIM3UPOBAHBI C TTOMOIIIBI0 METOJIUK OMUCATEILHON CTATUCTHUKHU.

Pe3yabTaTel M nx o0cyxaenue. B 57,1% ciydaeB omyxonb 3aHuMana 2 Win
6onee kBaapaHToB. CoHorpaduyeckn PO onpeaensuiuch B BUJIE BHICOKOMHTEHCUBHOM
reTepPOreHHOM TeHU C YETKUMH, HO 3a4acTy0 HEPOBHBIMU KOHTYpPaMH M3—3a J0JIbYaToi
CTPYKTYPbI, CMEIIIAaHHOM 3XOT€HHOCTU. MelnaHa pa3mMepa OImyXoJIeBOr0 y3jia COCTaBUIa
48cm. ¥V 1 (14,3 %) naiueHTKH — NPOTrPecCUpPOBAHHUE B BUAE METACTATHUYECKOIO
nopakeHus: Jerkux. Yacrora MECTHBIX peUUIUBOB Takxke cocraBuia 14,3%.
[IatunetHsst BbDKMBaeMOCTh coctaBwia 85,7%. B 42,9% ciayyasx “BbIIOTHEHBI
PEKOHCTPYKTUBHO-IUIACTHUECKUE — omepauu, B 28,6% mnpoCras MacTIKTOMUS
(amImyTaIms), 4acToTa CEKTOpPAIbHBIX Pe3eKIni Takxke Obuia 28,6%.

BoiBoabl. OWIIOUIHBIE OMYXOJW SIBISIOTCS PEAKUM BHAOM OITyXOJIEH, YTO
SIBJIICTCSL OJTHOM MPUYMH OTCYTCTBHUS YETKUX MPOTOKOJIOBJICUCHMSI JAHHOMW MMaTOJIOTHH.
OCHOBHBIMH METOJaMH MHCTPYMEHTAIbHON AuarHoCTUKH PO sBUIMCHL MamMMorpadus
U YIBTPa3BYKOBOE UCCIIeI0OBaHUE, TTpH KOTOPbIXx DO onpenenuch kKak HOBOOOpa30BaHUs
CMEIIaHHOW PXOreHHOCTH. TOHKOUTOJIbHASI OMOTICHSI HE TIO3BOJIIIIA YCTAHOBUTH TOUYHBIHI
JIMAarHO3, B CBS3U C YeM OCHOBHBIM METOJIOM JHMAFHOCTHKH OCTAETCS THMCTOJIOTHYECKOE
Y IMMYHOTHCTOXMMHUYECKOE HCCJIEIOBaHUE. | XHPYPrHUECKOE JICUCHHE SBIISETCS
OCHOBHBIM METOJIOM JieueHUs 3JI0KauecTBeHHbIX PO c 00s13aTENIbHBIM ONpPECIICHUEM
HIMPYHBI U YUCTOTHI KPAEB PE3EKIIUU.
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AHATOMMWYECKHUE OCOBEHHOCTH CEJIE3EHOUYHOM
APTEPUA Y MY KUUH ITPU MCKT-UCCJIEAOBAHUHA
BPIOIIIHOM MOJIOCTHU U 3ABPIOILIMHHOTI'O
ITPOCTPAHCTBA
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AKTyaJbHOCTB. [ToBpexaeHNs CeNe3eHKH MPU COYETAHHBIX TpaBMaxX OpIOLTHOM
MOJIOCTH MOKeT gocturaTh A0 50%, MPUBOIUTH K MACCHUBHBIM BHYTPHUOPIOIIHBIM
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KPOBOTEUYCHHSIM, KOTOpPHIC HEPEAKO 3aKaHYMBAIOTCA CMEPThIO maruenta [1].
[Tonnmanne MopdomMeTpuyecKkux 0COOEHHOCTEW XOJa M BETBJICHUS CEJIE3€HOYHOM
aptepun (CA) npencTaBisieT MPaKTUIECKUM UHTEPEC, TOCKOIbKY MOXKET OOJIErduTh
pa3pabOTKy HOBBIX CIIOCOOOB BBIMOJHEHUSI OPTraHOCOXPAHHBIX OIMEPATUBHBIX
BMEIIIATEJILCTB HA CEJIe3€HKE, KOTOphbIe ObI 10 cBOEH A(D(PEKTUBHOCTH HE YCTyHaau
OBl CTAaHAAPTHOM CIUICHAIKTOMUHU. Takke BaXKHO MOHUMATh, HACKOJIBKO TUAMETPHI
CA u3MeHSI0TCS B 3aBUCUMOCTH OT XapaKTepa BETBIICHUS Y BOPOT CEJIE3EHKU [2].

Henb. Llenpto HACTOSMIETO WCCIEIOBAaHUS SBJIIETCS OLEHKAa BapUaHTHOM
AHATOMHUU CEJIE3EHOYHOM apTepuM Yy JUI[ MY>KCKOro Toja C YYETOM _BO3pacTa
UCCIIETyEMBbIX.

Metoabl wucciaenoBanus. JUig  BBINOTHEHUS JAHHOTO PETPOCHEKTUBHOTO
UCCIIC/IOBaHUSI HaMu ObUIO OTOOpaHO 58 MyXYWH METOIOM CIYdAWHOH BBHIOOPKH,
KOTOPHIM pPaHEE BBIMOIHIACH MYJIbTUCOHMpATIbHAs KOMIIBIOTEpHAsi ToMorpadus
OpraHoB OPIONIHOM TOJIOCTU U 3a0PIOIIMHHOIO MPOCTPAHCTBA C KOHTPACTUPOBAHUEM
Ha O0aze Y3 «I'pojHEHCKass YHUBEpPCUTETCKas KIMHUKa». M300paskeHusi OlIEHUBAIUCH
C UCIIOJIb30BaHUEM CTaHJAPTU3UPOBAHHOTO pOTOKOJA, JIOTIOJTHUTENTEHO
HCIOJIb30BATIMCH MpOorpamMMbl sl 3D—peKOHCTPYUKIUK, MOTYYCHHBIX H300pakeHUM.
My>kurHbI ObUTH TTO/ICTICHBI HA 3 BO3pACTHBIC KaTeropuu (CpeaHuii Bospact — 59.7+12.7
ner). Jlana oneHka MOp(OMETPUUECKUM TOKa3aTeNsiM CeNle3¢HOYHON apTepun (oO1ast
JUIMHA CEJIC3€HOYHOM apTepuu, KaluOp, H3BUTOCTH, 'HAIMYHE IMETEeNb U XapakTep
BETBJICHHUS) Ha Pa3lIMYHBIX y4yacTKax ee Xoia (Touykd Ha pacctosHuu 25, 50 u 75%
OT OOIIeH JUIMHBI CENEe3CeHOYHON apTepuu (QOIIyI0 JJIUHY CEIIe3CHOYHOU apTepuu
OMpeesIN KaK JJUMHY OT Hayalla 10 TOUKW B BOPOTAaX CEJIE3€HKH, TJie HaOJII0an0Ch
JIEJICHE HAa OCHOBHBIE BETBH). [Ipu McclieaoBaHnN U3MEPSIICS TOJIBKO KaauOp MpocBeTa
CA, a ne BHemHuii quametp CA.

Pe3ysbTaThl M MX 00CyxAEHUE. (Cene3eHouHass apTepus OTXOJMIAa OT YPEBHOIO
ctBosa B 96,6% cnyuaes. Jluametp upeBHOro creosia cocrapwi 7.8+1.1 mm. Cpennsis
mmHa CA cocraBwia 171.3445.9 MM, mnuna CA y nun crapme 60 jer cocraBuia
183.8446.7 MM, y muur<40.setr 131.5+44.6 mm. YV 70,7% naumentoB CA umena 1
u Oonee nerenb. MarucrpaibHbiii Tvn aeneHus CA Habmogancs y 23.4% mnaiueHTos,
pacceimHol y 37,6%, eMemmannsiii y 35.04% nanueHToB. BepXHssa notocHas apTepust
orxoauia ot HenoepeacTBeHHO oT CA B 63.7%, HkHsA nontocHas aprepus B 39.1%,
ot BetBerd CA B 60.9% ciyuyaeB. KonnuectBo BetBel coctaBuio 2.95+1.12. B 31.6%
ciydaeBCA umena 2 u 6osee netiy, B 29, 8% ciryyaeB He UMeNa METENb.

BriBoabl. Ha ocHOBaHMM MOTYYEHHBIX PE3YJIHTATOB MOXKHO CAETATh 3aKIIIOUEHUE,
910 psin MOphoMeTpudecknx mokaszareneit CA 3aBUCAT OT Bo3pacTa. Takxke y OCHOBHOM
MacChl TalUeHTOB xapakTepHo QopmupoBanne CA nerensb. JloMUHUPYIOIIME
Baprantamu jenieHuss CA SBISUIMCh PACCHIHOM U CMEIIaHHBbIA THMbl. Yaie Bcero
BEPXHHUE U HIDKHSAS MOJTIOCHBIE apTEPUM OTXOAWIM OT BeTBer CA, HMeeT 3HaYeHHE Npu
PE3EKLMSIX CEJIE3CHKHU.
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KIIMHUYECKUE U TEHETUYECKHE OCOBEHHOCTH
BUJIATEPAJIBHOI'O PAKA MOJIOYHOM KEJIE3bI

1 2 1 1
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1 . .
I'poonenckas ynusepcumemckas kiuHuka , I pooHenckuii 20cyoapcmeeHtblil
MeOUYUHCKUL YHUBEepCUmem

AKTyajabHocTh. Ha nporsbkennn nocienqHux 30 JET pak MOJIOYHOM KEJIE3bI
(PMX) nuaupyeT B CTPYKType MHPOBOM OHK03a007€BA€MOCTH Y KEHIIMH.
ITo namapiMm 32 2023 roxn PMIK amarHoctupoBaH y 2,3  MJIH >KCHIIUH
u ObUT mpuuuHOM 666 000 cimydaeB cmepTH. 3aKOHOMEpPHO pOCTYy 4YHCIA
HOBBIX ciiyyaeB  PMJXK  yBenuuuBaercs  9acTora . TEpPBHYHOIO  MOPAKECHUS
00enx MOJIOYHBIX JKeJie3, IO03TOMY 0c000ro BHHMMaHHS TpeOYIOT OIpeesieHue
U u3ydeHue (HaKTopoB pHUCKa, 0COOCHHOCTEH pa3BUTHS, KIMHUKO—MOP(HOIOTHUCSCKUX
XapaKTepUCTUK Tpu OwmnarepanbHoM PMIK, yuurpiBast HeOIaronpusTHbIE TPOTHO3BI
M BBICOKME TIOKa3aTenu CMepTHOCTH. OJHUM U3 U3BECTHBIX (PAKTOpOB pHCKa
pa3Butus omnarepanbHoro PMIK snsitores mytanuu B rerax BRCAL/2[1].

Heab. M3yuuts ocobGeHHocTw OumiarepaibHoro PMIK y manmeHTOoK
B ['pogHeHCKO# 0OnacTu pu pa3nudHoM, ctaTyce reHoB BRCAL/2.

Metoabl ucciaenoBanusi. [ B uccioremoBanne BrIroueHbl 30  IMaMEHTOK
c ounarepasnibibiM  PMIK, koropbiM_B 2021-2022r BBINOIHEHO MOJEKYJISIPHO—
FEHETUYECKOEe  TECTUPOBAHUE Ha HAIMYME TEePMHUHAIBHBIX  MYTallMii B reHax
BRCA1/2. YcnoBuem BKIIIOYSHUS ObLTO 0hopMiieHre HHGOPMUPOBAHHOTO COTJIACHSI.
[IpoBeneHO aHKETUPOBAHUE,  AHAIM3 CEMEMHOr0  aHaMHE3a UM MEIULIMHCKOU
ToKyMeHTanuu, Beigenena . JIHK manueHTok W3 BEHO3HOW KpPOBH, MPOBEACHO
cekBeHupoBanue #osoromokoneHus (NGS) reno BRCA1/2.

Pe3yabTathl M UX o0cy:xaeHue. Y 16 manueHtoxk u3 30 Obutm 0OHApPYKEHBI
repmuHabHbIe MyTanuu B TeHax BRCAI1/2 (rpymma BRCA mut), uro cocraBuiio
53%. Yame Beex Berpeuaitach myTamust BRCAL 5382insC —y 10 xenmun (63%),
Takke oOparfaeT Ha ce0ss BHUMaHHE BBICOKAst yacToTa myTanuii B reHe BRCA2 npu
6unarepamsaom PMOXX — 5 sxenmmna (31%). Hdna rpynmet BRCA mut cpennmii
Bo3pact nepsoro PMIK cocrasun 40,4 ner, B rpynme manueHTOK ¢ JUKUM CTaTyCOM
reia, BRCA (BRCA wt) — 50,8 ner. Ilpuuem Oonee paHHui Bo3pacT jaeOroTa
3a0oseBaHusl XapakTepeH sl HocuTenbHHI] MyTaruil B rene BRCAL — 42,6 roga
npotuB 44 ner npu myrtanuu B rene BRCA2. MatepBan mexay oOHapyX)eHHEM
NEePBUYHON OMyXO0iau ¥ MeTaxpoHHou B rpynmne BRCA wt — 8,2 ner, 115 manueHTok
rpynnel BRCA mut — 9,5 ner. Tonbko y Tpex manueHTok ¢ OunarepanbHbiM PMIK
OMyXOJIM pa3BWINCh CHUHXpPOHHO: y 1 cocratrycom BRCA wtu 2 c myranmeit
BRCA2. V 13 (43%) xeHIIMH KpOBHBIE POACTBEHHUKH cTpananu PMXK: B rpymnme

213



