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I'BY IHP «Pecny0iMKaHCKas HAYYHAsA MeUIUHCKAA OUOJIMOTEKA

TPS53-accouuupoBanubid cMHAPOM JIu-Odpaymenun:
KJIANHUKO-TEHETHYECKU CIIEKTP U TUATHOCTHKA



Cunapom  JIn-®paymenn (LFS) — pemkoe  ayTOCOMHO-IOMHWHAHTHOE
" HaclHeNCTBEHHOE 3a0olieBaHUE, OOYCJIOBIEHHOE TIE€PMHUHAJIBHBIMU  [ATONEHHBIMU
Bapuantamu reHa TP53, koropbelii koaupyeT Oelok pS3 — KIIOYEBOM PpEryJsarop
KJIETOYHOTO IMKJIa W amnonTto3a. PacnpoCTpaHEHHOCTh CHHIApPOMA OLCHUBAETCS B
npeaenax 1:5000—-1:20000, onqHako hakTUyecKas 4acTOTa MOXKET ObITh BBIIIE BCIEICTBHUE
HEJIOCTATOYHOM JTUATHOCTUKH.

VY 5, ABISOMKUXCS HOCUTENSIMU ITATOTEHHBIX BApUAHTOB reHa TPS53, kyMmynsaTuBHAsA
BEPOSITHOCTh PA3BUTUS OHKOJOTMYECKMX 3a0oyieBaHuid K 70-JI€THEMY BO3pacTy
cocraBiser okoso 80% s myxunH u npuommwkaercs Kk 100% mis sxenmuH. Cpeau
HanboJiee pacHpOCTPAHEHHBIX THUIOB 3J0KAYECTBEHHBIX HOBOOOPA30BaHUN Yy TaKUX
MAIlMEHTOB  BBIACISAIOT CAPKOMBI, ONYXOJW LEHTPAIBHOW HEPBHOM CHCTEMBI,
aIPEHOKOPTUKAIBHBIA PAK U PAK MOJIOYHOM KEJI€3bl HA PAHHUX CTAAUSAX.

JIns Bpadew MEpPBUYHOTO 3B€HA Ba)KHA HACTOPOXKEHHOCTh B OTHOIEHWM LFS mpu
BBISIBJICHUM OHKOJIOTMYECKUX 3a00JIEBAHMI B MOJOIOM BO3pPACTE, MHOXKECTBEHHBIX
OIyXOJIEM WM OTATOLIEHHOIO CEMEMHOro aHamHe3a. CBOEBPEMEHHOE HaIpaBJICHUE
MAlMEHTOB Ha TEHETUYECKOE KOHCYJIBTUPOBAHUE U TECTUPOBAaHME reHa TPS53 mo3BomsieT
OpraHu30BaTh NEPCOHAIUZUPOBAHHOE HAOIIOAEHUE U MTOBBICUTH A3(DPEKTUBHOCTh PAHHEHN
JMAarHOCTUKU 3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUM.

B npennsepun 20 mapra — aarbl, MOCBSIIEHHOM IMOBBIIMIEHUIO OCBEIOMJIEHHOCTH O
cuapome JIu-Opaymenu, I'BY JIHP «PecnyOnukanckass HaydHass MEIUIIMHCKAsS
OMOMMOTEeKa»  MNpUDIAIIa€T BaC  O3HAKOMUTBCA C  TEMAaTU4YECKOM  MOAOOpKOH
MH(OpPMaLIMOHHBIX MaTepuaioB. OHa COAEPKUT CBEACHUS 00 3TOM pPeAKOM 3a00JI€BaHUU
Y TIO3BOJIUT PACUIUPUTH MPEJACTABICHHUE O €r0 KIMHUYECKUX 0COOCHHOCTSIX.
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Kynaiioeprenona, A. I. CoBpeMeHHbIE IPEJACTABICHUS O CUHIpOME JIn-
dpaymeHHn: TMAarHOCTUYECKUE KPUTEPUH M MOP(OJIOTHUYECKUE MPU3HAKH /
A. I. Kynaiibeprenosa, H. A. T'opOans, /[. C. Muxaisnesko // OHkonaToJo-
rusa. —2025.—T. 8, Ne 4, — C. 21-28.
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[IpencraBiensl ATHOJIOTHYECKHE (HAKTOPHI,
KPUTEpUM JIMATHOCTUKU U MOP(OJIOTHUECKUE
0COOEHHOCTHU CUHJIpOMa JIu-Opaymenu.
[ToguepkuBaeTcs, 4TO AUArHOCTUYECKUE CXEMBI,
BKJIFOUarole mnojgHomacimrabnoe MPT-ckanu-
pOBaHHUE, AEMOHCTPUPYIOT BBICOKYIO pE3yibTa-
TUBHOCTb B paHHEM OOHApPYKEHUU HOBO-
o0pa3oBaHUil, YTO 3HAYUTEIBHO TOBBIIIAECT
mIaHChl Ha OnaronmpusiTHbIA ucxon. Ocoboe
3HAYECHUE UMEET IIPOBEICHUE TEHETUYECKOTO
aHaIM3a 10 Ha4alla  NOPOTUBOOIYXOJIEBOU
Tepanuu. Takol MoJaxo ] MO3BOIsIET 00Jiee TOUHO
nojiooparb CTpareruto JICYEHUsS U CHU3UTH
BEPOSTHOCTH BO3HUKHOBCHMUS BTOPUYHBIX
3JI0KaY€CTBEHHBIX MPOLECCOB.




Oco0eHHoCcTH HACIEeACTBEHHOTO TPS53-acconmupoBaHHOIO OMyXOJEBOTO
cuaapoma / WM. A. Crenanos, E. B. BacunweBa, A. II. Cokonenko, E. H.
NmsiautoB // Bonpockl onkojoruu. — 2022. — T. 68, Ne 2. — C. 140-148.

HcciienoBaH HACHEICTBEHHBIM CHUHJIPOM,
CBSI3aHHBIK C MyTanusiMu B TeHe TP33.
BersiBiieHO, 4YTO JU18  pa3HbBIX BO3PACTHBIX
KaTeropuil  MAIMEHTOB  XApPaKTEPHbI  CBOM
cnenupuyecKkie THUMBI omyxoJjeid. Brepsbie
OBLJIM 3apEeTHUCTPUPOBAHBI CIIy4Yal BO3HUKHO-
BEHUSI ONyXOJIEW B JIOKAJIU3ALHUAX, paHEE
CUMTABIIMXCS HETUMIHWYHBIMHM JJII JTAHHOI'O
CUHIIpOMA, HAIpUMEP, pPaK JErkKoro y
naneHToB crapue S50 jer. OTmMedeHo, 4TO
OOJBHBIM C O3THUM  CHHJAPOMOM  CJIEIyeT
BO3JIEPKUBATHCS OT IeHOTOKCUYHOU
XMMUOTEpAIIMM U Jy4yeBOM Tepanuu. Bmecrto
ATOr0  MPEANOYTEHUE JIOJDKHO  OTJIaBaThCs
XAPYPTUUECKUM METOIaM JICUCHUS.
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AccecopoBa, [O. HO. Ponb IMTOr€HETHYECKMX H MOJIEKYJISIPHO-
reHeTHYeCKUX m3MeHeHud TP53 B OHKOreHese KJIOHAJIBHBIX 3a00JI€BAHHI

KPOBETBOPHOW ¥ suMparndeckon cucreM. O030p smwmteparyper / 1O. FO.
Accecopona // Bectauk remarojoruu. — 2025. — T. 21, Ne 4. — C. 32-40.
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N3yueno BiussHME MyTtanui reHa TP53 wu
HapYIIEHUH XPOMOCOMHOW CTPYKTYpbl B 00JIaCTH
17p13.1 Ha pa3BuTHME W PACOPOCTPAHCHUE pakKa
KpoBHU. Pe3ynpTarbl CBUIETENBCTBYIOT O TOM, YTO
reHetnueckue Moauduxkauuu TPS3  cayxar
3HAUUMBIM HWHJWKATOPOM, KOTOPBIA ITOMOTAET
ONPENECIIUTh  TPYNIy  PHUCKA,  IPEACKA3AThH
3G()EKTUBHOCTh TEpanud M OIEHUTHh MPOTHO3
BBIKMBAEMOCTH TALMEHTOB C Pa3HOOOpa3HbIMU
OHKOTE€MATOJIOTUYECKUMHU  3a0ojieBaHusiMu. B
CBA3M C JTUM OOHAPY>KEHHE TaKuX HW3MEHEHUI
JOJKHO CTaTh HEOThEMIIEMOM YaCThIO
JAATHOCTUYECKUX U KOHTPOJIBHBIX NMPOUEIYP IS
MMAIMEHTOB C OHKOJIOTMYECKHMHU TNAaTOJOTUSMH
CHUCTEMbI KPOBETBOPEHUSL.




Mycrapun, P. H. Bzaumocssa3s rena TP53 ¢ perposnemeHTamu B
KaHIIEpOreHe3e OpraHoB MouenoyioBoit cucrtembl / P. H. Mycrabun //

Onxoyponorms. — 2022, — T. 18, Ne 1. — C. 136-142. 4
Paccmorpeno  BaustHue reHa TP53 Ha
pa3BUTHE paka IIPOCTaThl, IMOYEK KW MOYEBOIO v
Iy 3bIps yepes [MOJIaBJICHUE aKTUBHOCTH
peTpoTpaHCcno30HOB. HacnencrBeHHble  HU3Me-
HeHusa B redHe TP53 mnpuBOIIT K HEXBATKE OelKa LS
PHBOA OHKOYPOJIOTHA 20221

p53. DT0, B CBOWO OYepelb, CIOCOOCTBYET
PEAaKTUBAILIUM PETPOIIEMEHTOB. PeTpossieMeHThl,
aKTUBUPYSCh, UHULIUUPYIOT OTEPIO
reTepo3urotHocTu Broporo amnens TP53. Csasb
MEXIy pS53, JOpyruMH OHKOCYINpeccopaMH U
pETPOdJIEMEHTAMU  yKa3blBa€T  Ha  OOUIUi

[’."I.f-- ==

MEXaHHU3M KaHIIEpOTeHEe3a. OnHum u3 i
NPOSIBJICHUM  3TOr0  MEXaHu3Ma  SIBJISIETCS
XPOMOILJICKCHS, KOTOpasi  BBIABISIETCS B

noaasysitonieM  OonpmnHCTBE  (90%) ciydaeB
paka ImpeAaCcTaTeJIbHOM KEJE3bl.




CvHApOMBI HACJICJACTBEHHOM IIPEIPACIIONOKEHHOCTH K Pa3BUTHIO
MHEJIOUJIHBIX HOBOOOpa3OBaHUM: 3a00jeBaHUs, TIE€Hbl W MEXaHU3MBbI
pazButus / M. B. MakapoBa, M. B. Hemmnopa, /I. A. Uekunu [u jp.]
/I Orxoremaronorus. —2024. —T. 19, Ne 2. — C. 88-100.
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Omucan cuaapom Jlu-Opaymenn  kak
pUMep HACJIEICTBEHHOI'O CUHAPOMA,
[PEAPACIIOIATAOIIETO K PA3BUTHUIO
MUEJIOUTHBIX HOBOOOpa30BaHUM. YCTaHOBJIEHO,
yto TeH TP53 sBisiercs reHoM-Cynpeccopom
OIlyXOJIEBOIO pocTa. benok, KOTOpPhIM OH
KOJIUPYET, PEryIUpPyeT POCT, JEJICHUE U Tulesb
KJIETOK, TEM CaMbIM IIPEISTCTBYS IOSBICHUIO
omyxoJyiei. Ilpu renernueckom paedexre 3TOT
IPOTEMH HE BbIpabaThIBaeTCs, B pe3yjibTaTe
Yero IPOUCXOAUT HAPYLICHUE WA [OJHAA
OCTAHOBKAa KJIETOYHOIO IMKJIA, YTHETAKTCA
IIPOILIECCHI aIlOITO3a, CHUKAETCSI CTOCOOHOCTD K

BOCCTAHOBJICHUKD  HOPMAJIBHOW  CTPYKTYPBI
JIHK.




Yacrora 1 CEeKTp HACIEACTBEHHbIX MyTalui B reHe TP53 B oOmupHOM
HCCIIEIOBAHUM POCCUMCKUX TMAIIMEHTOK C PaKOM MOJIOYHOM xenesnl / 1. A.
CremanoB, E. B. BacmiweBa, A. II. Coxomenxo, E. H. HUmsanwurtoB //

Bormpocer orkonorun. —2022. — T. 68, Ne 5. — C. 589-597.

N3yyeHsl yacTora 151 CIIEKT]
HACJIEACTBEHHBIX MyTauuv B reHe TP53 vy
MAlMEHTOK C pPAaKkOM MOJIOYHOW  IKEJE3bl.
Otmeueno, uyrto guarHo3 hTPS53rc caenyer
paccMarpuBarh HE3aBUCUMO OT CEMEHMHOIO
aHaMHe3a y [aUUEHTOB C KIMHUYECKUMHU
MPOSABICHUAMH, CHJIBHO MOJO3PUTEIIbHBIMU Ha
hTP53rc. B Hacrosiiee Bpemsi akTyaJbHbIM
ABJIAETCSA U3YUYEHUE HACIEICTBEHHBIX OITyXOJIEU
paka  MOJIOYHOM  KeJie3bl [Opud  IIOMOINU

UCCIICAOBAHUA  Cpa3dy  HECKOJIBbKMX  I'CHOB:
BRCA1/2, CHEK2, BLM, NBSI u TP353.

BOITPOCDHI
OHKOJIOI'MHU

VOPROSY ONKOLOGII




IlepBMYHO-MHOKECTBEHHbIE OITYXOJU HEPBHOW CHUCTEMbBI PaA3JIUYHBIX
TUCTOJIOTUYECKUX THUIIOB B CTPYKTYpPE HACJIEICTBEHHBIX OITyXOJEBBIX
cuaapomoB / H. E. BounoB, A. 10. Vmutun, A. II. I'epacumoB, K. K.
KykanoB // Poccuiickuii HeHMpoXupypruueckui xypHai um. mpod. A. JI.
ITonenoBa. — 2024. —T. XVI, Ne 2. — C. 150-164.

HEUPOXUPYPTUUYECCKUM
AKYPHAJI

umenu npodeccopa A.JL Ilonenosa

Tom XVI, Ne 2, 2024

Onucan CUHAPOM JIu-Opaymenu,
OTHOCSIIUUCA K KIACCy HACJEICTBEHHBIX
OHKOT'€HHBIX CUHJIPOMOB. [IpoBeneHHBIE

UCCJICIOBAHUS IIOKA3bIBAOT HAJIUYUE JIBYX
BBIpaKEHHBIX MHUKOB 3a0osieBaeMOCTH. [lepBbIit
NUK 3a00J€Ba€MOCTH MPUXOAUTCS Ha JeTeH
(IpEeUMYILIECTBEHHO  MEAY/I00JacTOMBl  C
aKTUBaIlMey  cuUrHajJbHOrOo Kackamza SHH,
3JI0KauecTBeHHbIe MoMbl IDH-nukoro tuna u
KapIIMHOMBI COCYJIUCTOTO CIUIETEHHUS), a BTOPOH
— Ha TPETHIO M UYETBEPTYHO [I€KAAy KU3HHU
(npeumymiectBeHHo  IDH-MyTanTHbie  aud-
(by3HBIE aCTPOLIUTOMBI).
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HacaeacrBennbii TPS53-acconmmpoBaHHBIM OMyXOJIEBBIM CHHIPOM H
Menyiuio0JacToMa y AeTei: BONPOCHl JUArHOCTUKM M ckpuHuHTa / FO. B.
JNuuaukuna, O. I. JKemynkoma, II. A. Maiizenrep [u ap.] / Bompochl

reMaToJIOTMK/OHKOJIOTUM U UMMYHoOMAaTojioruu B nieauarpun. — 2024, — T.
23, Ne 3. - C. 91-101.
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[IpencraBiensl  JTaHHBIE O  CHHJPOME BODOCEL
hTP53rc, o0coOeHHOCTH €ro KJIMHHUYECKOTO reMaTOAOTHM/OHKOAOTHH
TEUCHUS U MEXKyHApPOJIHbIE PEKOMEHJAIUU T10 s emyarpyr
00CJIETOBAHUIO U CKPUHUHTY 3JI0KAYE€CTBEHHBIX
HOBOOOpA30BaHUM y  MAIMEHTOB JETCKOIO
Bo3pacta. llpencraBieH aHanu3  perucrpa
NalUeHTOB C PELMIUBUPYIOIITUMHU u
pedpakTepHpIMU popMaMH  METYII00J1aCTOMBI
C OLICHKOM YacTOThl BCTPEYAEMOCTH CIIy4YacB
3a00s1eBaHus, aCCOLIMMPOBAHHBIX C
r€PMUHAJIBHBIMA MyTamusiMu B TreHe TP53, T
OCOOCHHOCTEH WX aHaMHe3a >XU3HM, BIIMSHUS
JTAHHOTO TEHETUYECKOTO COOBITHS HAa UCXOIBI.

ks mmeral Saeracn o s HIER




Pak xopel HaamodeuyHnka (AIPECHOKOPTHUKAIBHBIN paK) : KIMHUYCCKHE
pexkomenganuu / TAPAHT. PY : undopmMarmonno-npaBoBoii nmopran. — URL
: https://cr.minzdrav.gov.ru/preview-cr/341 2.
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PAK KOPbI HALNOYEYHHKA
(AJIPEHOKOPTHKANbHbIH PAK)
(B3POCJILIE, AETH)

KnuHanueckne pekoMeHIauu Mo aapeHOKOPTH-
kaibHOMY paky (AKP) ocsemaror B3anMOCBS3b
9TOro 3a00jeBaHMsl ¢ U3MEHEHUs MU B reHe TP53.
[TomquepkuBaercs, yto npumepHo 5% ciydyae AKP
y B3pOCHBIX NAIUEHTOB BO3HUKAIOT KAK YacCTh
cuapoma Jlu-Opaymenu. /leTsam ¢ yCTaHOBIECHHBIM
nuarHo3om AKP, BHe 3aBHUCHMMOCTH OT CEMEHMHOTO
aHaMHE3a,  CIIEAYEeT  MNPOUTH  TEHETHYECKOE
KOHCYJIbTUPOBAHUE M MOJIEKYJISIPHO-TEHETHYECKOE
TecTupoBaHue.  llenpr0  3TUX  MEpONpPUATHN
ABJISECTCS OOHapy>XKeHUe MaTOrE€HHBIX
HACJIEACTBEHHBIX MyTaiuid B TeHe TP53. Takas
pekomeHanusi oOyCJIOBJI€HAa TEM, YTO BBICOKas
nonsa nerckux ciaydaeB AKP, cocraBisromas ot
50% mo 90%, accoummpoBaHa ¢ cuHAPOMOM JIu-
PpayMeHH.




JImarnoctuka cunapoma Jin-OpayMeHn y B3pOCIbIX OOJBbHBIX OCTPHIM
mumMbobnactHeiM Jieiiko3oM / K. 1. 3apyouna, E. H. IlapoBuunukosa, B. JI.
CypuH [u ap.] // TepaneBrudeckuit apxuB. — 2021. — T. 93, Ne 7. — C. 763-
769.

[IpencraBieHpl KIMHUYECKHE HAOIIONCHUS
MalMeHTOB C  OCTPhIM  JIMMQOOIACTHBIM
nerikozoM (OJUJI) u cunapomom JIn-dpaymenu,
a TakKe PACCMOTPEHBI OOIIME BOIPOCHI
JTUAarHOCTUKU W JICYCHHUS B3POCIBIX MAIlUCHTOB
C OTHUM  HACJIEACTBEHHBIM TI'€HETHYCCKUM
cUHApOMOM. MccrenoBaHue MyTaluuii TeHa s=Eaihe
TP53 nposeneno y 180 maruenToB ¢ de novo TEPAIIEBTUMYECKUM

Ph-weraruBubiM (B- u T-knetounbiM) u Ph- APXIB
ITO3UTHUBHBIM OJIJI. YCTaHOBJ'IeHO, qTo HAYUHO-MPAKTAYECKIME HYPHAA

fpmipb- Pt e g

OCHOBHOW 4acTbht0 MyTanuii reHa TP53 vy
naiieHToB ¢ Ph-HeraruBueiM  B-Ki1eTOYHBIM oo
OJIJT  saBmgeTrcss  TEpMHUHAJIBHAST ~ MyTalus, H
KOTOpasi acCOLMUpPOBaHA C CUHAPOMOM JIu-

dpayMeHH.
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OCO00ECHHOCTH TMATHOCTUKH HACIIEICTBEHHBIX OITYXOJIEBBIX CUHIIPOMOB C
HETUIUYHBIM TIPOSIBJICHUEM: KJIMHUYeckue ciaydau / M. B. Makaposa, M. B.

HewmrioBa, M. C. benenukun [u ap.] // 3nokadecTBeHHbIE OIyXoju. — 2023. —

T. 13, Ne 4. — C. 93-100.
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[IpencraBneHO KIMHWUYECKOE ONMUCAHUE U
pEe3yJIBTaThI MOJIEKYJIAPHO-TEHETUYE CKON
IUArHOCTUKU JIBYX HETUINWUYHBIX KIMHUYECKUX
CIIy4acB HACJEACTBEHHBIX OIyXOJIEBBIX
CHHAPOMOB. B mepBOM KIMHUYECKOM ClIydae
BBISIBJICH MATOT€HHBIA BapuaHT B reHe TP353: c.
637C>T, p.Arg213Ter, 1s397516436, 5|
MOATBEPXKIEH cuHapoM JIn-Opaymenu. Bo BTopom
Cly4ae y MNAalMEHTA BBISBICHO HOCUTEIBCTBO JBYX
naroreHHbix BapuaHToB — BRCA2: c¢. 6644
6647del, p. Tyr2215SerfsTerl3, rs80359616 wu
MSH2: c¢. 1906G > C, p. Ala636-Pro, rs63750875,
ACCOLIMMPOBAHHBIX C PA3BUTHUEM HACIIEICTBEHHOIO
paka  MOJOYHOM  JKEJNEe3bl H  SAUYHUKA U
HACJIEACTBEHHOTO KOJIOPEKTAIIBHOTO PaKa.
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PenuanBuUpywOIIas WHBarMHaIUs KUIIEYHUKA y peOeHka ¢ TuMboMOi
bepkutra npu cunapome JIn-Opaymenu / K. A. Munac, B. b. Kanynees, A.
I Hanasa [u j1p.] // Poccuiickuidi BECTHHUK JICTCKOM XHPYpPIHH,
aHecresnosiornu u peanumaronorun. — 2023. — T. 13, Cneusbimyck. — C.

108-109.

Paccmorpena pEeLUINBUPYIOIIAs
WHBarvuHaIus KHUIIEYHHKAa Yy pebdeHka ¢
mumdomoit  bepkutra npu  cuHapome Jlu-
Opaymenu. Manpunk M., 5 JieT, TOCTaBJIEH B
JIETCKOE XUPYPrU4ecKoe OTJeJeHUE Opuraaou
CKOpOM TMOMOIIM C KJIMHUKOM KHIIEYHOMN
HEIPOXOAUMOCTHU. YCTAHOBJIECHO, UTO MPUYMHOMN
(dopmupoBaHus PEeLUIAUBUPY FOLIUX
WHBarvHaum ABUJIACH BbIpaKCHHAs
runepruiazus JTUMQGOUTHON TKaHU B CTEHKAX U
opbikelike  kumok. Cama ke numdoma
bepkutra, BbIsIBICHHass y pebOeHka TIpu
JIOIOJIHUTEITbHOM o0clie/IoBaHNH, crajia
IPOsABJICHUEM CUHIpoMa JIn-PpayMeHu.

Poccwiickan aCcouMalia eTCHHX XMpYproB

M PoccHRCHII HALMOHANGHLIA MCCNE0BATENLCKHA MEAULUMHCHUA
yHuBEPCHTET Hienn H.M. Muporosa

wew.rodh.ru

IX QopyM AETCKUX XMpPYpProB
Poccuu
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