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YacroTa penunuBupoBanus paka suaHuKoB (PSI) cocraBmser 10 90%, 4To CBsI3aHO ¢ OECCHMITOMHBIM TeUEHHEM 3a00/IeBaHHs
U 3aIyIEHHON CTajueil olryXo0IeBoro mpolecca Ha MOMEHT ITOCTaHOBKM JAMArHo3a M Hayaja CleHalbHOro JeyeHus. Pak suuHnka
B CBOEM TCUECHHH HOCHUT PElUAUBHpYIOMUH XxapakTep. HacnencrBennsit pak smannkos (HPS) xapakrepusyetcs 6onee 6maronpu-
STHBIM TEYEHHEM, YTO B OCHOBHOM CBSI3aHO C BHICOKOH YaCTOTOH OTBETOB HA INIATHHOCOAEPKAIHE MPenapaThl, HCIOIb3yeMble IS
neyenust PS. Vimenno npu HPS wame Bcrpewaercs minaTuHOwyBCTBUTENbHbIH pernaus. st HPS xapakrepHo peluauBUpoBaHue
OITyXOJIEBOTO IIPOLECCa B CPOKH OT 6 MecAIeB U Oonee Mociie aJbIOBAHTHOTO JICIEHNUSL.

Mamepuan u memoosi. B teuenune 5 net (¢ 2016 mo 2021 rr.) mpoBeaeHo ucciienoBaHue 123 ManueHToK ¢ KIMHUYECKOH KapTH-
Hoit HPSI. M3y4yeHbl 0COOCHHOCTH ero KIMHMYECKOH KapTHHBI, MIOKa3aTeNl o0Imei 1 Oe3peiuaAnBHON BEDKHBaeMOCTH. larueHTst
ObLIM paclpesieNieHbl Ha JBE IPYIIBI COITIACHO BBIABICHHBIM I'ePMHHATLHBIM HAPYHIICHHUSIM HYKICOTHAHBIX HOCIEN0BAaTEIbHOCTEH
JHK (ne30xkcuprOOHYKICMHOBOW KHUCIOTHI). JIyisl BBISBICHUS T€PMHHANBHBIX HApyIICHUH OBUTM MCIIOJIb30BAHBI CTAaHJApPTHAS JUa-
rHoctrueckas naHens JJHK 1is BeisiBIieHHs: OHKO3a00sIeBaHHi U ceKBeHMpoBaHue HoBoro nokosenus (NGS).

Pesyromamer. KonuaecTBo NManueHTOK, KOTOPHIM HE ObLIA BHINONHEHA UTOPETYKTUBHAS OIepanus B Ipymie 6e3 repMUHAIb-
HBIX HapyILIeHU, ObUIO BbINIE, YeM B OCHOBHOHW rpynme (p=0,044). B rpynme cpaBHEHHs JOCTOBEPHO Hallle Pa3BUBAIACh PE3H-
CTEHTHOCTS K npenapaTaM riatussl (p=0,007).

IIpu cpaBHenny o6mel BEDKUBAEMOCTH KEHIIMH OCHOBHOH IPYIIIBI U IPYIIIBI CPABHEHHUS CTATUCTHYECKU 3HAUMMBIX Pa3IuIuit
BBIABJIEHO He Obu10 (p=0,69). be3peunarnBHas BDKMBAEMOCTh MAMEHTOK C FepMUHAJIBHBIMU HApYIICHUSMH ObLIA JOCTOBEPHO BBI-
IIe M0 CPAaBHEHMIO C MaleHTKaMn Oe3 repMuHaiIbHBIX Hapymenui (p=0,004). Hanbonee BbIcOKHME ToOKa3aTeny Oe3penuauBHON
BBDKHBAEMOCTH OBLTH y MAIMEHTOK ¢ TepMUHANbHBIME HapyiienusMu B reae BRCAL. Tokazarenn 6e3penuIiuBHON BBKHBAEMOCTH
ObLIH HIKE Y MAIMEHTOK C TepMUHABHBIMA HapymieHusimu B reie BRCA2 u B renax ATM u RADS0.

3axmouenue. O1cyTcTBHE repMuHanbHbIX HapymeHuit JIHK koppenupyer ¢ 6oee HeOnaronpusTHBIM IPOrHO30M TEUCHHUS 3a-
GoneBaHusL.

Knrouegvie cnoea: HacneCTBEHHBIN pak sUIHUKOB, TeHbl BRCA / 1 2, mnaTHHOYYBCTBUTENBHBIH PEIUIUB, BBDKHBAEMOCTb.

R.R. Faiskhanova, D.D. Sakaeva, E.K. Khusnutdinova
TREATMENT AND FEATURES
OF HEREDITARY OVARIAN CANCER

The recurrence rate of ovarian cancer is up to 90%, which is associated with the asymptomatic course of the disease and the ad-
vanced stage of the tumor process at the time of diagnosis and the start of special treatment. Ovarian cancer (OC) in its course is re-
current. Hereditary ovarian cancer (HOC) is characterized by a more favorable course, which is mainly associated with a high re-
sponse rate to platinum-containing drugs used to treat ovarian cancer (OC). It is with HOC that platinum-sensitive relapse is more
common. For HOC, recurrence of the tumor process is characteristic in terms of 6 months or more after adjuvant treatment.

Material and methods. For 5 years (from 2016 to 2021), a study of 123 patients with a clinical picture of HOC was carried out.
The features of the clinical picture of HOC, indicators of overall and relapse-free survival were studied. The patients were divided
into two groups according to the identified germline abnormalities in DNA (deoxyribonucleic acid) nucleotide sequences. To identi-
fy germline disorders, a standard diagnostic panel of DNA diagnostics of oncological diseases and new generation sequencing
(NGS) were used.

Results. The number of patients who did not undergo cytoreductive surgery in the group without germinal disorders was higher than
in the main group (p = 0.044). In the comparison group, resistance to platinum drugs developed significantly more often (p = 0.007).

When comparing the overall survival rate of women in the main group and the comparison group, no statistically significant dif-
ferences were found (p = 0.69). Disease-free survival in patients with germline disorders was significantly higher than in patients
without germline disorders (p = 0.004).. The highest rates of relapse-free survival were in patients with germline disorders in the
BRCAL gene. Disease-free survival rates were lower in patients with germline disorders in the BRCA2 gene and in the ATM and
RADS50 genes.

Conclusion. The absence of germline DNA abnormalities correlates with a more unfavorable prognosis of the course of the disease.

Key words: hereditary ovarian cancer, BRCA 1 and 2, platinum-sensitive relapse, survival.

Ha cerogusiinuit nenp nis nedenust PA y
MAIUEHTOK C BIIEPBBIC YCTAHOBJICHHBIM JIUATrHO-
30M HCIONB3YIOT KOMOWHHPOBAaHHYIO TEpaIIUIo,
BKITIOYAIOIIYIO ITUTOPEAYKTUBHYIO OTIEPAIIHio U 6-
8 MKJIOB XMMHUOTEpATUN Ha OCHOBE IUIaTUHBI [1].
OO0BeM TepBUYHON IUTOPEIYKTUBHOW ONEpallvy,
CTajMsl OIyXOJIEBOTO Mpollecca, CTereHb Tudde-
PEHLIMPOBKH OMYXONMH W TUIATHHOYYBCTBUTEIb-
HOCTh SIBIISIFOTCS  OTPEACISIONIMMHU  (haKTOPaMu

nporHo3a teueHnst P [2]. [IpumedarensHo, TO,
HECMOTpsI Ha YacToe BoisiBIcHHE PS Ha 3amymieH-
HBIX cTaausax cornacHo nanueiM HankerL.C. et al.
[3], mpumepHo 75% ciydaeB SHHUTEIHATBHOTO
MOPAKCHUSI THYHUKOB OTBEYAIOT IOJHOCTBIO HITH
YaCTHYHO Ha TEPaIMIO MperapataMu IUIaTHHBI, a
PELH/IMBBI BBISBIISIFOTCS TI0 UCTEYCHHH 6 MECSIICB
u Oosiee mocIie MOCIeTHEH XUMHUOTEPAIUU U, TI0
CYTH, SIBJISIFOTCSI TJIATHHOYTYBCTBTHTEIIBHBIMH.
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B cBsI3u ¢ 3TUM MHOXXECTBO HCCIIEI0BAHUI
CBHJICTENILCTBYIOT, 4TO HU3Kou(pdepeHnmpopaH-
Hasl CepO3Has aJCHOKapIUHOMA XapaKTePU3YeTCs
YacTBIMU MyTalMsMHu B reHax pemnapanuu JJHK
KJIETKH C TMOMOINBI0 TOMOJIOTHYHON peKOMOMHA-
UM, OCOOEHHO YacTO TE€HETHYECKHE HW3MEHEHHS
¢dukcupyrorcs B renax BRCAL/BRCA2 [4]. s
HaCJIeJICTBEHHOTO paka smaHukoB (HPS) mambo-
Jiee XapaKTePHBIMHU SIBISIOTCSI HApYIICHUS HUMEH-
HO B 3THUX BBICOKOIICHETPAHTHBIX reHax. HecMot-
Pl Ha BBICOKYIO YYBCTBHUTEIBHOCTH K ITperiapaTam
mnatuHbl ipu HPS, koTopbie UCNONb3yIOT B NEp-
BOW JIMHUW XMMHUOTEPAITUHA B KAYECTBE «30JI0TOTO
CTaHAApPTa» JICUCHUS STHUTEIUATLHOTO PaKa sSud-
HUKOB, JaHHBIC TI0 BEDKMBAEMOCTH HOCSAT BECbMa
MPOTUBOPEUMBLIN xapakTep. HekoTopbie aBTOPHI
HE OTMEYAIOT YBEIUYEHUsI O0IICH BEDKHBACMOCTH
(OS - overall-survival), B oTau4me oT OGOJNBIINH-
cTBa (yHIAMEHTAIFHBIX WCclemnoBaHmid. Tak,
Hanpumep, Candido-dos-Reis F.J. ¢ coaBt. ObL1O
00HapyXKEHO, YTO B TO BpeMs KaK Cpelyd HOCHTeE-
neit myrarmii B rene BRCA2 Habimogaercst BbICO-
Kast 00IIasi BBKHBAEMOCTh, Y MAIIMEHTOK C M3Me-
Henusimu B reHe BRCAL ona orpannumBaercst 5
romamu [5].

MartepuaJj u MeTOAbI

Jnst u3yuenus: ocoOEHHOCTEH TeueHus 3a-
OoJicBaHVS W aHaIM3a TMOKa3aTeliel BBKMBAEMO-
ctu nipu HPSl, npoBeneHO peTpoCrEeKTUBHOE HC-
cienoBanue B TedueHue 5 et (¢ 2016 mo 2021 rr.)
MEIUIIMHCKON AOKyMeHTauuud 123 maimeHToK C
KiMHu4Yeckod kaptuHo HPSA, mnpoxoauBimx
CHeNHaIbHOE JIeYeHHE B YCJIOBUSAX THHEKOJIOTH-
yeckoro otnenenus ['AY3 PKOJ M3 Pb. s
BBISBJICHUA JUI] ¢ Ttojo3penueM Ha HPS mposo-
nusicst cOop ceMeHOTo M JIMYHOTO aHaMHe3a 3a-
0oJIeBaHUS ITyTEM aHKETHPOBAHUSI MAIIMESHTOK.

[larueHTKN B 3aBHCHMOCTH OT BBISBIICH-
HBIX TepMHUHAIbHBIX HapymeHnd JIHK Obumm
pacnpeziesieHbl Ha CISAYIONINE TPYIIIbL:

1-a rpynma (ocHOBHas) — 55 MalMEHTOK C
BBISIBIICHHBIMHA TIATOT€HHBIMH BapuaHTaMU H3y-
YEHHBIX T€HOB — KaHauaatoB PSl, u3 Hux y 40 mo-
JICKYSIPHO-TEHETUYCCKUN BaPUAHT OITYXOJH OBLI
MOJTBEP)KJICH C WCIONb30BaHUEM CTaHIApTHON
quarHoctryeckoi manemu ITLP. DTo cocraBumio
32,5% ot of1iero yncia manueHToB 00eux TPyIIL.

2-51 rpynna (CpaBHEHHUS) — MaLUEHTKH Oe3
BBISIBJICHHBIX T€PMHUHAJIBHBIX MATOTCHHBIX BapH-
AHTOB  HYKJICOTHIIHBIX  TOCJEI0BATEIHLHOCTEH
JHK (N=68).

TapreTHoe cexBeHHMpOBaHHE OBLIO TMPOBeE-
JIeHO 83 manueHTKaM, y KOTOPhIX He OBLIN HIICH-
TudunmupoBansl myrauun B reHax BRCA 1 u 2
nocpenctsoM [TI[P-ananuza. 3To MO3BOIUIIO BbI-
SIBUTh T€pPMUHAJIbHBIE MATOT€HHBIE BapHAHTHI B
reHax y 15 nmaruentoB. M3 vux y 5 uz 123 (4,1%)

BapHaHTHI ObUTH cocpenoTodeHbl B TeHe BRCA 1,
y 4 m3 123 (3,3%) B rene BRCA 2, y 3 u3 123
(2,5%) B cucreme HRD (kxpome resoB BRCA 1 u
2), y 3/123 (2,5%) maToreHHble BapuUaHTHI B Te-
HaX HECNapeHHBIX OCHOBAHUM, a UMEHHO B I€HE
MSHG6, o0ycrnoBiuBamIIUX pa3BUTHE CHHAPOMA
Jlunua, sBNSIOMIENTO0 BTOPOM MO YacTOTE MPUUH-
noit HPS mocie BRCAL u 2 [6].

Pe3yabTaThl U 00CyXKICHHE

VY 106 u3 123 (86,2%) nmaumeHToK B Kaye-
CTBE MEPBOI JMHUU OblJa MCIOJb30BaHa cXeMa
TP (maxmurakcen 175 mMr/vM’+Hipenapar IIaTHHBL:
xap6oruiatua AUC 5-6/uucrmatun 75 mr/m’) ¢
uHTepBaioM B 21 neHn, y 14 u3 123 (11,4%)
M3YUYEHHBIX TNanueHToKk XT mnpoBoauiIach 10
cxeme CAP (komOuHarus 1uknopocdana mo 400
MT BHYTPHUMBILIEYHO B TE4YeHHUE 3
nueitaokcopyoununa 30-60 Mr/m2+miaTuHa:
kap6ormatua AUC  5-6/tcrmatun 75 Mr/m?)
nepBoii ymHuK, y 3/123 (2,4%) — xapOomnatua
AUC 7 B MOHOpEXHME.

Y 59 u3 123 (48%) mamMeHTok JedeHue
ObUIO HAYaTO C MEPBUYHOM LUTOPEAYKTUBHOMN
orepaLuH.

Jloka3zaHo, 4TO OMNpEEeNsAIOINIUM TPOTHO-
CTHYECKHM (aKTOPOM TPH PACHPOCTPAHEHHOM
pake SSMYHUKOB SBJISIETCS HE CTOJILKO 00BEM Orle-
paumu, ckoibko oobeM nuropenykumu [7]. Tak,
B HACTOSIIEM HCCIICIOBAHUM YCTAHOBIIEHO, YTO
MOJHOM M ONTHMAJIBHOW LUTOPEIYKIHH YAAIOCH
J0OUThCS B OCHOBHOM Tpynme B 38,18+6,55% u
34,55+6,41% COOTBETCTBEHHO, TOrJa KaK B
rpymmne  cpapHeHuss —  35,29+58%, wu
23,53+5,14% (tabm. 1). OgHako pa3nmuyusi He
noctoBepubl (p>0,05). TIpu stom 7,35+3,16%
NAIMEHTOK TPYIIBl CPAaBHEHUS HE JOXKHIU JI0
LUTOPEAYKTHUBHOH orepauuy, J1nb6o oHa He Oblia
NpoBeJleHa MO NPUYMHE Mporpeccuu 3aboseBa-
HUsI HAa (OHE MPOBOAMMON TEPBOW JIMHUM XU-
MHOTEpanuy, B OCHOBHOH TpyIIle TAaKOBBIX Ia-
1eHToK He Obuto (p=0,044).

VY 68 u3 123 6onpubix HPA nevyenue Obiio
HauaTo ¢ HAIIXT (HeoambroBaHTHas XUMUOTEpa-
must), 3 HUX — 30 MaIrMeHTOK U3 OCHOBHOM TpyTI-
b1, 38 — u3 rpynmnsl cpaBHeHUs. CpesiHee Konnde-
ctBo 1ukiIoB HAITXT B OCHOBHOI TpyTie cocTa-
BWIIO 4,77+1,14, B rpymme cpaBHeHus — 5+1,16.

B cpennem B OCHOBHOH IpyIIie IPOBEIEHO
1,5540,86 muuuit XT, B rpymnme cCpaBHEHUS —
1,6+£0,89. Ilpemapar OeBamu3ymad B KadecTBe
NOJACPKUBAIOIIECH Tepanuy ObUI UCIIOJIB30BaH y
43,64+6,69% OONBHBIX OCHOBHOH TpYIIIH,
29,41+5,53 — rpynmbl cpaBHEHHUS.

IIpoBeneH noarpynnoBoi aHaau3 MalUEH-
TOK C peLUIMBOM paka simdHuKoB. Koropra co-
cTaBWja 75 MalMEHTOK. AHalIM3 TOKa3ajl, 4yTo y
OOJNBHBIX OCHOBHOW TIpYIIbl IUIATHHOYYBCTBU-
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TETbHBIC PEIUIUBLI BCTpeUAINCh B 25 u3 34
(73,5%) ciyuaes, uro Ha 10,1% BhImIE, YeM B
rpymie 0e3 MyTaluid, HO pa3indus He JOCTOBEp-
Hbl (p=0,457). [Ipu 3TOM MIIATHHOPE3UCTEHTHBIH

pak (IPOAOIHKEHHBIA POCT) BCTPEYAJICS TOIHKO B
rpymnme 0oJbHbIX 0€3 FepMUHAIBHBIX MyTalli Ha
¢oHe mpoBoAMMOIN Tepanuu U cocTtaBui 19,5%

ciydaes, p=0,007 (Tabm. 2).

Tabmuna 1
OGbeMBI IEPBHYHBIX W HHTEPBAIHHBIX [IHTOPESIYKTHBHBIX OTIEpPAIii
Ocuosnast rpynmna (n=55) | I'pynna cpasaenus (n=68) Bcero
LuTopenykTrBHas Onepanys n ptsp n psp P n pxsp
95% ClI, % 95% CI, % 95% C1,%
[TonHas HUTOpETyKTHBHAS 38,18+6,55 35,29+5,8 36,59+4,34
oreparus 21 25,41-52,27 24 24,08-47,83 0.851 45 28,09-45,75
OnrtuMaibHas HUTOPEIYKTUBHAS 19 34,55+6,41 16 23,563+5,14 0228 35 28,46+4,07
onepanus 22,24-48,58 14,09-35,38 ' 20,69-37,29
HeontumanbHas TUTOPEYKTHB- 15 27,27+6,01 23 33,82+5,74 0556 28 30,89+4,17
Hasl omepanys/npooHas 16,14-40,96 22,79-46,32 ! 22,88-39,86
IuTopenykuusine nmposeaeHa 0 - 5 27 fgj‘z Jég 0,044 5 i’%z:;' '2738
Tabmuua 2
TTanMeHTKy ¢ peLyANBOM paKa SHYHUKOB
OcHoBHast rpymma N=34/55 I'pynma cpaBaenns N=41/68 P
Permus n pxsp n ptsp
95% ClI, % 95% ClI, %
[TnaTHHOPE3UCTEHTHBIN 0 - 8 JéQéSZZ_LsiE,éL? 0,007
. 26,47+7,57 17,0745,8
TInatuHopedpakTepHslii (0T 3 10 6 MecsILEeB) 10 12.88-44.36 6 87.15-32,06 0,4
. 73,53+7,57 63,41+7,52
TInaTuHOYyBCTBUTENBHBIH (O0OsEe 6 MecsIeB) 24 55,64-87,12 27 46,94-77 88 0,457

OnHako JOeTaJbHBIA aHAJIM3 IALMEHTOK C
IJIATHHOYYBCTBUTEIBPHBIMA ~ PEIMAMBAMH  paka
SIMYHUKOB HE BBISBWJI JIOCTOBEPHBIX Pa3IUYUl B
Oe3peIMANBHON BEDKHBAGMOCTH B HCCIIETYEMBIX
rpyImax, 4To, CKOpee, CBS3aHO C TEM, 4YTO B
TPYNIy CPaBHEHHS BOIIUIH MMAIMEHTHI C COMATH-

YECKUMH KIMHUYECKH 3HAYUMBIMU BapHAaHTaMU B
reHaX TOMOJIOTHYHOM pEeKOMOMHAINH, TEUCHHUE
3a00J1€BaHUsl KOTOPBIX OTIMYAIOCH BBICOKHMH
MOKa3aTesiMA o0mIel 1 Oe3peruInBHON BBDKH-
BaemoctH (Tabi. 3).

Tabmuua 3
PacrpeniencHue NALMEHTOB C IIATHHOYYBCTBUTEIBHBIM PELIHINBOM
[1naTHHOYYBCTBUTENBHBII OcuoBHas rpynna (N=55) 'pynmna cpasrennst (N=68) p
pEILHINB, MeC. n % (95% CI) n % (95% CI)

Yepes 6-12 11 45,83+10,17 (25,55-67,18) 13 48,15+9,62 (28,67-68,05) 1
Yepes 13-24 7 29,17+9,28 (12,62-51,09) 10 37,04+9,29 (19,4-57,63) 0,767
Yepes 25-48 3 12,5+6,75 (2,66-32,36) 2 7,41+5,04 (0,91-24,29) 0,656
Yepes 49-96 2 8,33+5,64 (1,03-27) 1 3,7+3,63 (0,09-18,97) 0,595

>97 1 4,17+4,08 (0,11-21,12) 1 3,7+3,63 (0,09-18,97) 1

Ha MoMeHT aHamm3a JAHHBIX HOJS JKHBBIX
MAIIMEHTOK C BBISBICHHBIMYU T€PMHHAIBHBIMU T1a-
TOTEHHBIMUA W BEPOSATHO NMATOTEHHBIMU BapHaHTa-
MU M3YYEHHBIX TCHOB ObLIa JOCTOBEPHO OOJIBIIICH,
yem OonbHbIXx HPS 6e3 repmuHanbpHbIX Hapylie-
Huit (82,1% mpotus 55,2%), OR = 3,73; 95% (CIL:
1,616-8,608); x*=10,073; p=0,002 (puc. 1).

CornacHo NOJy4YeHHBIM JaHHBIM 19 marum-
S€HTOK TPYMITBl CPAaBHEHHSI TOKHWIH IO BTOPOTO
peruauBa 3aboJyieBaHus. MeanaHa BBIKHBAEMO-
CTH B JIaHHOU rpymne coctaBwia 12,42+2.29 me-
csna. B uccinemopannm 22 manmueHTKH C MATOT'CH-
HBIMH W BEpPOSITHO TATOTCHHBIMH BapHAHTAMH
M3Y4YCHHBIX TEHOB Ha MOMEHT MPOCIEKTHBHOTO
UCCJIEAOBAHUS TEPEKWIN WIN MEPEKUBAIOT BTO-
poii peuuauB 3a0oseBanus. MearaHa BhDKUBaC-
MOCTH JI0 BTOPOTO IPOTPECCUPOBAHMS COCTaBHIIIA

11,1941,66 mecsiua Ha MOMEHT u3ydeHus. Ha
MOMEHT TPOCIEKTUBHOTO HCccienoBaHus 12 ma-
IUCHTOK TEPSKHIN WM IEPESKUBAIOT TPETUIH
penuauB 3a0oJeBaHus, U3 HUX YEThIPE MalueHT-
KU U3 TPYNIBl CPAaBHEHHS, MeIuaHa BEDKUBAEMO-
CTH KOTOPBIX JIO TPOTPECCHPOBAaHUS COCTABHIIA
18+7,18 Mecsma, W 8 MalMEHTOK OCHOBHOM
TPYIIBI EPESKUBAIOT TPETUH peruaus. [Tokasa-
Tenb Oe3pelUIMBHON BBDKHBAEMOCTH COCTaBHII
8,13+3,44 mecsna.

Ilpu cpaBHeHMH OOMIEH BBDKUBACGMOCTU
KCHIMH C UIACHTH(QUINPOBAHHBIMU TePMHHAIb-
HbiMH HapymieHusimua (34,57+£3,98) u 6e3 Hux
(32,58+3,06) CTAaTUCTHUYECKH 3HAUYMMBIX DPAa3JIH-
4ymii BeIsIBIIEHO He Obwto (p=0,69, kputepuit Ctb-
I0JICHTa), YTO cornacyercs ¢ AanusiMu Candido-
dos-ReisF. et al. [5].

MeAanumMHCKNN BeCTHUK BawwKopTtocTaHa. Tom 16, Ne 3 (93), 2021



54

82.10%

35.20%
14,80
4000
= a6
20,00 17.80%
000

#IBRIE
 OCHOBHAA TPYTIA

VMEpILLITE
TPYTIOE CPaBH2HILT

Puc. 1. Jlons ULl )KUBBIX M YMEPIIHX HA MOMEHT PETPOCIEKTUBHO-
ro uccnenoBanus (¢ 2016 mo 2021 rr.)

[Ipn amamm3e Oe3penMINBHON BHEDKHBAcC-
moctu no Mmetony Karutana—Meliepa BbISBIEHO,

YTO Yy MAIMEHTOK OCHOBHOW TPYIIIBI JOCTOBEPHO
BBIIIIC TIOKA3aTelu Oe3pelUINBHON BBIKHUBACMO-
ctu (28,745,1 MecsieB) o cpaBHEHHIO ¢ OO0Jb-
HBIMH TPYIIBI CPAaBHEHUS, ¥ KOTOPHIX MeAHaHa
BBEDKMBAEMOCTH COCTaBHIIa UG 16,3+2,8 mecs-
na (x°=8,44, p=0,004). Pe3ynbraTsl mpecTaBie-
HBI Ha pHC. 2.

Ha MOMEHT peTpOCIEeKTHBHOTO HCCIIEI0-
BaHms 3a mepuon ¢ 2016 mo 2021 roasr penuauB
paka simgHuKa ObUT 3aUKCHpOBaH y 85 marueH-
TOK U3 123.

p=0,004

Be:;pemmnnﬂaﬂ
BBIZKHBA€MOCThb

20

Bper

A
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160

B
, MecHII

Puc. 2. Iloka3arenu Ge3penuANBHON BEDKHBaeMOCTH O0onbHBIX P51 ¢ repMunansupiMu HapynreHusMu (A) u 6e3 nux (Bb)

Ta6uuua 4

OG6imast u 6e3peryMBHAS BBDKHBAEMOCTh HccliejoBanubX manneHTok (N=85)

. BespenyausHas Beku- | OOmast BBKUBAEMOCTb,
BapuanTte! myTaruit
BaeMOCTh, MEC. Mec.
[laToreHHbIe U BEpOSITHO MaTOreHHbIe BapuanThl B reHe BRCAL 3346,5 42,146,2
[TaToreHHbIe M BEpOSTHO MATOreHHBIC BapHaHThl B reHe BRCA2 12,25+4,01 43+20,1
TlaTtoreHHbIe 1 BEPOSTHO MATOTEHHBIC BAPUAHTHI B IPYTUX TEHAXTOMOJIOTHIHON
11+7,1 24,5+16,3
pexombunamu (kpome BRCAL u BRCA2)
[TaToreHHble ¥ BEPOSTHO MATOTCHHBIC BAPHAHTHI B TEHAX CO CPEIHEH IEHETPAHTHO- 164113 504368
CTBIO B TeHAX CHCTEMbI TOMOJIOTHYHON PEKOMOWHAIINY M HECTIAPEHHBIX OCHOBAHHI T s
be3 maToreHHbIX M BEPOSTHO MATOICHHBIX BAPUAHTOB B H3YUCHHBIX I'€HAX 15,4+3,2 31,6+4,06

Kak BuaHo u3 Tabmuipl, HanOoOJIee BHICO-
KHe TIOKa3aTelld 0e3peluANBHON BEDKHBAEMOCTH
HaOJIIOJJAICh Y TAIMEHTOK C TePMUHAIBLHBIMU
maToreHHbIMH BapuantamMu B reHe BRCAL
(33+6,5). Menee mPOAODKUTENBHBIN Ge3peru-
JTUBHBIN MIEPHOJ OTMEYAJICS Y KEHIIUH Oe3 MaTo-
TeHHBIX BapUaHTOB HYKJICOTHIHBIX IIOCIIE0BA-
tenpHOCTEH JIHK (15,4+3,2). MeHee mpo0inKu-
TEJIbHBIA Oe3pEelUINBHBIA MEPHOM TaKKe OTME-
YeH y MalMeHTOK C TePMHUHAIBHBIMU HAPYIICHH-
smu B TeHe BRCA2 (12,2544,01) u B renax ATM
u RADS0 (11£7,1), 4ro, BEepOsSTHO, CBSI3aHO C
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HEOOIBIINM pa3MepoM BBIOOPOK (4 u 2 HocH-
TEJBHMIIBI TEPMHUHAIBHBIX HAPYIICHUH COOTBET-
CTBEHHO).

Bricokue nmokasarenu oOmei BEDKUBAEMO-
CTH CpeM MALMEHTOK C PEIUIUBOM 3a00JIeBaHUs
HAOMOANNCh Y TAIUEHTOK C TePMHUHAIHHBIMU
MATOTEHHBIMU BapHAaHTAMHU T€HOB TOMOJIOTUYHOMN
pexomOunarmu  (BRCAL/2, RAD50, ATM):
41,2+5,4. Huzkue nokaszatein oOIIel BBDKHBae-
MOCTH OBLTH OTMEUYEHBI Y MAIUEHTOK 0e3 KIMHU-
YeCKU 3HAUMMBIX MyTanumii: 31,6+4,06; X2=7,84,
p=0,005, metox Kammana—Metiepa (puc. 3).

p=0,005
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Puc. 3. Ilokazarenu o0mel BEKUBAEMOCTH GOIBHBIX PAKOM SUYHUKOB C TEPMHHATILHBIMHI TaTOTE€HHBIMU
U BEPOSATHO NMAaTOT¢HHBIMU BapHaHTaMH B FeHaX TOMOJIOTHYHON pekoMOuHanu (A) u 6e3 KIMHIIeCKH 3HauUMBbIX MyTaruii (b)
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TakuMm 00pa3oM, IOJy4YEHHBIE HaMHU pe-
3yJIbTaThl CBUJAETENIBCTBYIOT O 0ojiee BBICOKOM
0e3peIMBHON BEDKUBAEMOCTH OOJIBHBIX PAKOM
SUYHUKOB ¢ MyTauusimu B rene BRCAL.

3axinroueHue

OTcyTcTBHE T'€pMHUHANBHBIX HapyLICHUN
JHK koppenupyer c¢ Oonee HeOIaronpUsITHBIM
NPOTHO30M TedeHus: 3aboneBanusi. KommdecTBo
NAIMEHTOK, KOTOPHIM HE ObLIa BBINOIHEHA IIUTO-
peAyKTHBHAs omepanus B Tpymnmne 0e3 repmu-
HaJIHBIX HapyLIeHWH ObLia BBIIIE, YEM B OCHOB-
HOW TpyIire, HECMOTPS Ha TUIATHHOYYBCTBUTEIb-
HocTh (p=0,044). B rpymnme cpaBHEHHsS IOCTO-
BEPHO dalle pa3BHBaJach PE3UCTEHTHOCTh K
npenaparam miaTuas! (p=0,007).

[Ipu cpaBHeHMH OOIIEH BBIKHBAEMOCTH
KEHIIMH OCHOBHOM rpymibl (34,57+3,98) u rpym-
el cpaBHeHus (32,58+3,06) craTucTUYecKu 3HA-
YUMBIX Pa3Nuuuil BeIABIEHO HE ObL1o (p=0,09).
BesperynuBHas BBDKHBAEMOCTh TAIIEHTOK OC-
HOBHOM TpymIbl OblTa JOCTOBEPHO BHIIIE 10
CPaBHEHMIO C JKCHIIMHAMU TPYIIIbl CPaBHEHHS
(28,7+5,1 mporu 16,3+2.8 wMecsueB (y°=8,44,
p=0,004). Hanbosee BhICOKHE TTOKa3aTeNn Oe3pe-
LUUIUBHON BBDKMBAEMOCTH HAOMIOJAIHNCh Y Malu-
CHTOK C TepMHUHAJIbHBIMU HapyIICHUSMH B TEHE
BRCA1 (33+6,5). ITlokaszaremu Oe3perMaMBHOMN
BBDKMBAaEMOCTH OBUIM HIDKE y MAaLUEHTOK C Tep-
MUHaNbHbIMUHapylieHusMu B reHe BRCAZ2
(12,2544,01) u B rerax ATM u RADA50.
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