OT3bIB
opHUHANBLHOIO ONNOHEHTa, /[JAOKTOpa MEAWUHHCKHX HayK, /[AOLEHTa
benoycosoii Mpennl JnyapaoBHBl Ha AHCCEPTAIHOHHYIO pa6oty UYepHbim
Exarepunnl CepreeBubl «Kiunmnunko-mopdoJiornyeckne W HMMYHONATO-
JIOTHYecKHe acnekTbl Oonesnn Xenan-XeWaw», NpeIcTaBJIeHHYI0 HAa
COMCKAaHHMe Y4YeHOH CTelmeHH KaHAHAaTa MeQHLIHMHCKHX HayK o

cnenuanbaocT 14.01.10 — koxxHBbIE U BeHepHUUYecKHe 00JIe3HH.

AKTyanbHOCTb TEMBI.

bonesnr Xenmu-XeWnu sBisercs pgocrarogHo pexkuMm  (1:50000)
HUHTPASIIMIACPMAaIbHEIM — HACIEACTBEHHBEIM  OYyJUIE3HBIM  [I€pMaTo3, pa3BHTHE
KoToporo cBsa3aHo ¢ MyTanued reHa ATP2C1, ogHako MeXaHHU3M aKaHTONM3a 0
CHX ITIOp He sceH. Brichimanusa npu Oone3sHu XeHnu-Xelnu ITOKaIu3yITCsS
IPEUMYIIECTBEHHO B CKJIAJKaX KOXH, a TaKXKe Ha OOKOBBIX IMOBEPXHOCTAX IIIEH,
TyJIOBHINA. B HacTosIIee BpeMs IUarHOCTHKA OCHOBBIBAETCS Ha NaHHBIX aHAMHE3a
(B ToM umucie, CeMeHHOro), KIMHHUYECKOH  KapTHHBI, pe3ylbTaTax
IIaTOTMCTOJOTHYECKOr0  uccinenoBanus. JluddepenuuanbHas  IUArHOCTHKA
IPOBOLMTCS C BUPYCHBIMH, TPHOKOBBIMH U OaKTepUaNbHBIMH WH(MEKIUIMHU,
Oymnnesnoii Gopmoii Gonesnu Jlapse, repneTuhOPMHBIM JepMaTuToM J{ropHHTa,
MHMKPOOHOH 5K3e€MOH, BYJNBIapHOU IIy3BIPYaTKON, CyOKOpHEATbHBIM IIyCTYIE30M
CHepnoHa- YHUIKMHCOHA U IPYTAME KOXKHBIMH 3a00JI€BAaHUSIMH.

IIpuHATO cymMTaTh, 4TO IpU OONE3HU Xeinu-Xelnyu IpUMEeHeHHE TIPSIMOTO 1
HENPsSMOT0 METONOB HMMMYHO(DIIOOPECICHIMH I KCCIeIOBaHus OHOITAaTOB
KOXH U CBIBOPOTOK KPOBH IALIMEHTOB NAa€T OTpULIATENbHBIE PE3YJIbTAThI, OJHAKO B
JUTEpPAType  BCTPEYAIOTCS  €IUHUYHBIC COOOIIeHHss O  BEIIBJIEHHH
MMMYHOITIOOYIHHOB Kilacca G y MAI[eHTOB C JaHHOM IIATOJIOTHEM, UTO [TO3BOJISIET
IPEITIONIO0XUTE ayTOMMMYHHBIA XapakTep JaHHOro 3a0oieBaHus. V3yueHue
CJIOKHBIX MEXaHM3MOB Pa3BUTHSA U TE€YEHHs JIIOOOro 3ab0JeBaHUS CIIOCOOCTBYET
HE TOJBKO COBEPIUECHCTBOBAHUIO JNUATHOCTUKH, HO M MOA0OpPY MATOT€HETHYECKU

000CHOBaHHOI TEepalinuu. B HaCTHOCTH, [JOKa3aTe€JIbCTBO ayTOMMMYHHOTIO



XapakTtepa Oone3su Xednu-Xeinn OymeT SBIATBECS OOOCHOBAaHHEM JUIS
HasHa4YeHUss  UMMYHOCYNIPDECCHMBHOM  Tepanmuu  (ITIFOKOKOPTHKOCTEPOHUJIOB,
LIUTOCTaTHUKOB).

Paborta Yepubiu E.C., mocBsieHHas YCOBEPIIEHCTBOBAHUIO JIUATHOCTUKU
Oonesnn XeHnu-XeHnu ImyTeM BBLIBICHHS LUPKYIHPYIOUMX W (PUKCHPOBAHHEIX
ayTOAHTHTEI, ITO3BOJIUT YTOYHUTh MEXAHU3M Pa3BUTHs aKaHTOJHU3a MPH JAHHOM
IaTOJIOTHH, IOJNYYMTh JONONHUTEIbHBIE JUATHOCTHYECKHE KPUTEPHH B
nuddepeHnnanpHON TMaTHOCTHKe Ooyie3Hn Xeinmu-Xeimun. Takum o6pasom,
aKTyaJIbHOCTBH HACTOSIIETO UCCIENOBAHUS HE BHI3EIBAET COMHEHUM.

Crenenb 000CHOBAaHHOCTH HAYYHBIX MOJIOKEHUH, BLIBOJOB H PEKOMEHAAIHUH,
copMynHpPOBAHHBIX B AHUCCEPTALHH.

PesynpraTel nuccepranuonHoro uccienoanus Yepwsim E.C., BBIBOOBI U

NPaKTUYECKHE DPEKOMEHJALMHU, a TaKKe IIOJO0XEHHUS, BHIHOCHMEBIE aBTOPOM Ha
3aIlATY, JIOTHYHBI, IIOJHOCTBIO COOTBETCTBYIOT IIOCTABIEHHOM ILIENM M 3aladam,
000OCHOBaHBI  JOCTATOYHBIM KOJNMYECTBOM KIMHWYECKUX HAOMIONCHWH U
OMONOrMYeckoro  Marepualiia,  WCIIOIB30BAHHEM  COBPEMEHHBIX  METOZOB
HCCIIEIOBaHMs, IPUMEHEHNEM HOBEMIINX METOZOB cOopa B 00pabOTKK HCXOMHBIX
JIAHHBIX, IOCTOBEPHB! B CPAaBHEHWH C TPYTITOW KOHTPOJIS.
Hayunas aocTOBepHocn; U HOBH3HA Pe3yJbTAaTOB AHCCEPTALHUOHHON paGoThl
yOeIUTENBHO IOATBEPXKNAIOTCS HCIIONB30BAHMEM B Ka4eCTBE TEOPETHYECKOH H
METOJUYECKOH 6a3bl TPYJOB BEIYIIUX OTEUYECTBEHHBIX U 3apYOEKHEIX YYEHBIX B
0077acCTH TeMBl JAUCCEPTALMOHHOTO MCCIIENOBaHMA, MPUMEHEHUEM CHCTEMHOTO
IOJXOMa, IIOATBEPKACHUEM JOCTOBEPHOCTH IIONYYCHHBIX PE3YJIbTATOB C
HCIIONB30BaHUEM COBPEMEHHBIX CTATUCTHUYECKUX METOJIOB 00pabOTKH.

B macrosmed = paboTe  IOUCCEpTAaHTOM  BIOEPBBIE  OIPEIETEHBI
JOIIOJIHUTENBHEIE  NUArHOCTHYECKHE  KpUTEepHUH  Ooyie3Hm  Xehmu-Xennu:
NUPKyJIUpYyIoLye U GUKCUPOBaHHBIE HMMYHOITIOOYIUHE! Kitacca G K aHTUTreHaM
CHUCTEMbI J€CMOCOMANBLHOTO ammaparta U K psIy aHTUI€HOB MHOTUX CTPYKTYp
OpraHoB M CHUCTEM; HapylLleHHe 3KCIPECCUU pSAfa aHTUIEHOB JECMOCOMAIBHOIO

armapara (Ka,[[FepI/IHOBOI‘O KOMIIJIEKCA, ]'IJIaKOI‘J'IO6I/IHa, JE€CMOCOMAJIBHOT'O



NPOTENHA) M HUTOCKeNeTa (IUTOKEPATHHA 5) MHOTOCIONRHOIO IJIOCKOrO SIUTEIN
OONBHBIX.

Paspaboran mareHT «Crmoco0 TOATOTOBKHA TPOOBI JJIs IIPOBEAEHHMS
UMMYHOQIFOOPECIIEHTHOTO HCCIEOBaHMs IIPU AHArHOCTHKE Oone3sHu Xeinu-
Xennm», 3agBka Ne 2015144570/15(068612) ot 16.10.2015, mno3Boisrommii
BBIABIATE TPYAHOYJIOBUMBIE claboadduHHBIE ayTOaHTHUTeNa  IpPU JAHHOM
IaTOJIOTHH.
3HAYMMOCTh Il HAYKH H NPAKTHKH NOJYYEHHBIX aBTOPOM JUCCEPTALHH
pe3yJIbTaToB.

Ha ocHoBanuy pe3ynsTaToB IPOBENEHHBIX HCCIEIOBAaHUN UCCEPTAHTOM
pa3paboTaHbl IPaKTHYECKWE PEKOMEHIAUMH 110 HCIOJIB30BAHMIO METOOB
MEYEHBIX aHTUTENl B MAHArHOCTHKE Oone3Hu Xeunu-Xeinu, o6cnén0BaHmo
KIHHUYECKH 3JI0POBBIX POACTBEHHHKOB MALMEHTOB, CTPAJAIOUIUX IaHHEIM
3a00JI€BaHMEM, BEIECHHIO MAI[HEHTOB CO CMEXXHBIMY CIIENMANUCTAME (B YaCTHOCTU
KapZXoJIOroM) AJIs KCKIIOYEHUS BO3MOXXHOU IATOJOTUH CEPIEYHO-COCYIUCTOM
cucTeMbl. Tarxke 3HAYMMOCTh IIONyYEHHBIX pe3yJlbTaTOB IIONTBEPKIAETCA HX
BHEJIDEHHEM B IPAKTUKy OTIENIECHUS NepMaTOBEHEPOJOTHH M IEPMaTOOHKOJIOTHI
I'bY3 MO MOHHMKH nMm. M.®. Bragumupckoro, I'6Y3 MO MOKKB/T u TAY3
MO «Koponé€sckuii K0>KHO-BEHEPOJIOTHIECKHUM OUCIAHCEPY, a TakKe B yueOHBIH
nponecc kadeapsl AepMaTOBEHEpONOrHy U nepMaroonkonorun ®YB I'BY3 MO
MOHMKHU mM. M.®. Bragumupckoro u kxadeapbl KOXHBIX W BEHEPUYECKHX
6onesnert ®IMIOB I'bOY BIIO ITepsoro MI'MYV um. I.M. Ceyenosa Mumnsapasa
Poccun.

JInyHbIH BKROAA.

ABTOpDOM CaMOCTOSITENIFHO BBITOJHEHBI BCE 3Tallbl JIUCCEPTALMOHHOIO
HCCIIENIOBAHUA: COOp M aHalU3 JIUTepaTyphl OTEYECTBEHHBIX H 3apybOeKHBIX
aBTOPOB I10 TeM€ AUCCEPTALUU, pa3paboTKa Au3aifHa MCCIeOBaHUS, IIOCTaHOBKA
Hend ¥ 3a7a4, BEJIEHWE IAlHEHTOB ¢ OYJJIe3HBIMH AepMaTO3aMH, BKIHOYas
IAllHEHTOB, CTPajaroluX Oo0Ne3HbI0 XeWnu-Xeiiu, TOCIUTAIHM3UPOBAHHEIX B

OTJENICHHE JepMaTOBeHepooruu U nepmaroonkonoruud '6Y3 MO MOHUMKH um.



M.®. Bnagumupckoro (ocMOTp, o0OcleloBaHHE W JIEYEHHE), ydJacTHE B
IPOBENEHNH J1Ta0OPAaTOPHBIX METOHOB (IIPSIMOM M HempsMONl HMMYHOQIIOO-
PECLIEHIIMH) B yCIOBUAX OTHAENa KinuHH4Yeckoi matonorud ®I'BY «Denepansbiii
Hay4YHBIM LIEHTp TPaHCIUIAHTOJIOTUU U UCKYCCTBEHHBIX OPraHOB UMEHHM aKaJeMUKa
B.1. IlymakxoBa» MunsznpaBa Poccun, oreHka IONydeHHBIX pe3yisTaToB. Bcee
Hay4yHble IIOJIOKEHMs paboOThl, BHIBOJBI W PEKOMEHAAUWH OOOCHOBAHEI
JUCCEPTAHTOM M BBITEKAIOT M3 aHaNW3a KIMHUYECKUX M OOBEKTHBHBIX AaHHBIX.
Bce pesynpTathl, HCHONb3yeMbIe B pabOTe, MOIYIeHbI aBTOPOM JIHYHO.
JLOCTOMHCTBA M HEIOCTATKH COJIeP:KAHHUS AUCCEPTALHM.

JvccepTranioHHas paboTa MOCTPOCHA B TPAIUIMOHHOM CTHJIE M COCTOMT
U3 BBeJeHHs, o0030pa JHUTEpaTypbl, OIHUCAaHWS MaTepHala K METOHOB
HCCIIEIOBaHMs, TPEX IJIaB COOCTBEHHBIX MCCIENOBAHUH, 3aKIIIOYCHHS, BEIBOJOB U
cIMcKa nureparypbl. Pabora m3noxena Ha 176 cTpaHMUAX MAaIIHHOIKMCHOTO
TEKCTa, MIUIIOCTpHpoBaHa 3 Tabmuuamu U 120 prcyHKaMu, 3aKTI0YAIOIINME B cede
30 dororpadmit m 74 wmmxpodororpaduu. bubnuorpadudeckuii ykazarensb
BKJIIOYaeT B ce0s 36 oTeyecTBEHHBIX U 221 MHOCTPAHHBIX HCTOUYHUKOB.

Bo 66edenuu aBropom 000CHOBaHa aKTyaIbHOCTH TEMBI, OTIPENEIEHE] 1Ieb
W 33Ja4¥  WCCIIENOBAaHUS, W3JOXKEHBl HaydHas HOBW3HA W MpaKTHUecKas
3HAYUMOCTB paboTEhl, a TAKXKE MOJIOXKCHUS, BBIHOCHMEIE Ha 3aIUTY.

B nepeoui znase nuccepraHT NPUBONUT OOUIMPHBIA MaTepHal II0
SIMIEMHONIOTUH, STHOJIOIUU Oone3Hn Xelnu-Xeinu, ee accolUanuu ¢ ApyTUMH
3a00JIeBaHUSAMHE, XapaKTepU3yeT KIHHHYECKOE TEUYeHHe MaHHOM IaTOJOTMU Ha
NPOTSHKEHUH BCEro Iepuoja >KM3HM IIallMeHTa OT MaHHM(EeCTallud TepBBIX
KIMHUYECKUX MPOSBIEHUH, IOJPOOHO OCBEIIAET BCE BOIPOCH! MTATOTEHE3a B CBETE
COBPEMEHHBIX IIPEICTaBIE€HUH, B YaCTHOCTH CEKPETOPHO-IIPOBOJMINUE ITyTH
xanpuueBblx AT®a3 B 3yKapuOTUYECKUX KIIETKaX, MeHbI ¥ MPOTEHHbI KAJIbIXEBBIX
nomMn  amnmapata lompmxu  (SPCAl) B 3YKapUOTHYECKHMX  KIIETKAX,
ramioOHEeOCTaTOYHOCTE KaiblueBblx HacocoB SPCA1 mpu Oonesnu Xeitnn-
Xelnu, a TaKKe JaeT B3I B Oymyllee — ydacTHe HWMMYHHOM CHCTEMBI B

[MaTOICHE3E€ H3ydaemMoro 3aboneBanug. Bce IIEPEUYUCICHHBIE NOaHHBIE XOPOIIO



[IPOAHAIIM3UPOBAHBl JUCCEPTAHTOM, YTO HAJI0 BO3MOXXHOCTH YETKO 00O03HAYMTH
KpYI' pacCMaTpUBaeMBbIX BOIPOCOB M ONPENENUTHCS C MEePCHeKTHBAMHU Hay4HOTrO
IIOUCKa.

Bo emopoii 2nage mpuBOmATCS MaHHBIE O MaTepUalax M MeETOoHax
uccienosanud. [lana mozxpoOHas XapaKTepUCTHKa IPYIMIBI OONBHBIX, OIMCAHBI
KIIMHUKO-aHAMHECTHYECKHe,  (QU3MKaJIbHBEIE W Ja0OpaTOpHBIE  METOJBI
oOcnenoBaHKs NallMEHTOB, a TAKKE IMPOTOKOJIBI METOIUK 00pabOTKH OHOTICHITHOTO
MaTepuaia, BBIABICHHS IUPKYyIUPYIOIUX U (UKCUPOBAHHBIX ayTOAHTHUTEI,
OIpENEeNIeHHs JKCIIPECCHH psifla aHTUIeHOB JeCMOCOMAJbHOTO  ammapara
(kaZreprHOBBIH KOMIUIEKC, IUIAKOTIOOWH, TECMOCOMANBHBIA MPOTEWH) M Oenka
IUTOCKENETA - HUTOKEPaTHHA 5 MHOTOCIIOHHOTO MIOCKOT0 SITUTENHA.

Ipemovsa znaea  TOCBAIEHA — JIETAIbHOMY — ONUCAHUIO  KIIMHHKO-
Mopdosoryueckoil KapTHHBI Oone3Hn Xeinu-Xeinu y sxuteneit MoOCKOBCKOH
obnactu. IlpuBonsTcs maHHBIE STMIEMHUOJNOTUH, OMUCaHa KIMHWYECKas KapTHHA
3a0oneBaHHMs Ha MOMEHT MaHUGeCTalul W TOCIUTAIM3AlNY, YKa3aHa
U3NIO0JIEHHAs JIOKAIM3aIsl IATOJNIOTHYECKOro Impoiiecca, B TOM YHUCIE IIpU
CPaBHEHHMH [NAHHBIX MEXIy MYXJYHMHaAMH U >KeHIIMHaMu. [IpoaHamu3upoBaHbI
JJAaHHBIE aHaMHe3a Ha TpeJMET HACIENCTBEHHOCTH, TPOBOIUPYIOMHX (aKTOPOB,
COITyTCTBYIOIIMX IATOJOTHH, JICUCHMUS.

B uemeepmoii znase onvicansl pe3ynpTaThl BBIIBICHUS LUAPKYIUPYIOIIHMX
ayTOaHTHUTEN U (PUKCHPOBAHHBIX UMMYHHBIX KOMILIEKCOB, a Takke C3 KOMIIOHEHT
KOMIUIEMEHTa B CTIpyKTypax >mujepMuca npu Oone3Hu Xelnu-Xem.
O6cyxnatoTcsi JaHHBIE, IIONyYCHHBIE C IIOMOINBI0 METOMOB HMMYHO(IIOO-
pecueniuu. Kpome OCHOBHBIX NAaTOT€HETHYECKUX  AHTUTEN  BBISIBIICHBI
JIOIIOJIHUTENPHBIE AHTUTENA K aHTUT'€HaM HEKOTOPBIX CTPYKTyp cepaua. Hapsimy c
puxcanueit IgG oTMeUeHO MPHUCYTCTBHE MMMYHOIIOOYIHHOB KiaccoB A u M.
CaMocCTOSATENBHBIN HHTEPEC MPENCTaBIsIET COO0H cCUCTeMa KOMILUIEMEHTA.

B namoii znase nana MonexynapHO-0M0NIOTHUECKas XapaKTepUCTUKA psiia
O€eNKOBBIX KOMIIOHEHTOB CHCTEMBI MEXKIETOUYHOI'O COSMUHEHHS W I[UTOCKENeTa

KEpPaTUHOLIUTOB IpH Oone3nu Xeitnu-Xeinu. OOCYKTat0TCs JaHHbIE, TOJyYEHHEIE



B pe3ynbTaTe U3y4eHUsS! SKCIPECCUU OENIKOBBIX KOMIIOHEHTOB JIECMOCOMANIBEHOTO
amnmapara U IUTOCKeJeTa MHOTOCIOMHOTO INIOCKOro smurenus. OTMedueHo, uTo
HauboJee MHTEHCUBHOE IOBPEXICHHE BEBIIBIEHO C MOJIEKYJaMH KaJrepHHOBOIO
KOMIUIEKCA: TIPaKTUYECKH IIOJHOE OTCYTCTBHE 3KCIPECCHH KaATSPHHOBOTO
KOMILIEKCa B HETIOPAXKEHHBIX yUacTKaX KOXKH OOJNBHBIX O0JE3HBI0 X eHmn-XeHiu.

Juccepranys oTnryaeTcs XOpouuM opopMileHHeM, HallicaHa TPaMOTHBIM
Hay9IHBIM S3BIKOM.

B xauecTBe 00CyXIeHUS pe3yIbTaTOB XOTENOCH OBl YTOYHUTH CIEIYIOLIEE:

YTo BXOIUT B MOHSITHE SKCTPaKyTaHHAs MMATOJOTHUS U 9YeM 00YCIOBIEHO ee
BO3HHMKHOBEHHE?

IlppHnunuanpHBIX 3aMEYaHUd 1[I0 JHUCCEpPTAMOHHOM pabore mHer. B
JUCCepTallid HMEIOTCS OTAENbHBIE OINEYaTKH, CTHIMCTHYECKHE MNOTPEIIHOCTH,
KOTOPBIE HE BIUAIOT Ha MOJOXUTENBHYIO OLEHKY JaHHOU paboTHL.
3akiroueHue.

Jucceprannonnas pabora Yepusimn Exarepunasl CepreeBHbI Ha TeMy:
«KnuHuKO-MOpQosoruyeckue W HMMYHOIIATOJIOTMYECKHME acleKThl OOJe3HU
XeWnm-Xennny, BEIIOTHEHHAs M0/ PYKOBOJCTBOM JOKTOpa MENUIIMHCKHUX HAYK
MaxueBort Hatannu BuWKTOpOBHBI WM TIpeNCTaBIeHHAs Ha COWCKAHHE YYEHOU
CTENEHU KaHIUJaTa MEIUIIMHCKUX HaykK 1o crenuanbHocTd 14.01.10 — xosxubie u
BeHepUYeCcKkre OOJIe3HU, SBISIETCS 3aKOHYEHHON HaydHO-KBaTM(DUKAITHOHHON
paboTOl, B KOTOPOM CONEPKUTCS pelleHHe aKTyalbHON HaydHOW 3ajaud -
YCOBEPILEHCTBOBAaHNE OUArHOCTUKU OoJe3Hu Xeunu-Xeunu, MmyTeM BBISBICHUS
JOIIONHUTENIBHBIX JUarHOCTHYECKUX KPUTEpUEB OOJIE3HH.

IIpencraBneHHble B paboTe TEOPETUYECKHUE TIOJOXKEHHS W NPAKTHUYECKUE
PEKOMEHJalli UMEIOT BaKHOE 3HAYEHUE IS IepMaTOBEHEPOJIOTHH.

JuccepraniionHas paboTa IOJHOCTBIO COOTBETCTBYET TPeOOBaHUIM
nyHkTa 9 «IlonokeHus O MPUCYXIEHUHM YUYEHBIX CTEIeHeW», YTBEPIKIEHHOIO
ITocranosnenueM [Ipasutenscrsa Poccuiickoit Oeneparyu Ne 842 ot 24 ceHTa6ps

2013 roma, a ee aBrop UepHsim E.C. HOCTOMH TPUCYXIEHWS YUEHOH CTelneHH



KaHAuJaTa MEIUIMHCKUX HayK Mo crnenuansbHocTd 14.01.10 - KoOXHBIE U

BEHEPUYICCKHUEC OoJIe3HH.

OdunnanbHbIii ONMOHEHT:

IIpodeccop xadenprbl KOKHBIX U BEHEPUUECKUX OOJIe3HEH
@enepanbHOro rocyJapCTBEHHOTO OIOKETHOTO
BOEGHHOI'0 00pa30BaTeIbHOIO YUPEKISCHUS

BBICIIET0 0Opa3oBaHus "BoeHHO-MeqUIIMHCKAs aKaeMus
uM. C.M. Kupoa" Munucrepctsa 000pOHbI

Poccuiickon ®enepanuu,

JOKTOP MEIUITUHCKUX HAyK, TOIEHT benoycosa W1.0.

194044 Cankt-IlerepOypr, yn. Akanemuka Jlebenesa, noM 6.
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BenoycoBoit peHsl Diyap0BHEI 3aBEPSIIO:

Vuensrii cekperaph DemepallbHOTO TOCYAApCTBEHHOI'O OIOIPKETHOTO BOEHHOTO
00pa30BaTEIpPHOr0 YUYPEeXXIEHHUsS BEICIIEro oOpa3oBaHMs "BoeHHO-MeOUIMHCKAs
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