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Pe3srome

Heiipopudpomaros 1 tuma (HD 1, 6one3nn PexnmnH-
ray3eHa) — MOHOTeHHOe 3a0oJeBaHue, 00yCIOBIEHHOE
mytanueit NF 1reHa (okanu3oBan Ha 17q xpomocome)
Y MIMEIOIIee ayTOCOMHO-IOMHUHAHTHBIN THUII HACIE0Ba-
Husl. 3abosneBanue Berpedaercs y 1 Ha 2500-3000 Ho-
BOPOXACHHBIX AeTel. [lopaxkeHue ypOoreHUTalIbHOIO
TpakTa MpH HeHpopuOpoMaro3e BCTPEUYACTCS PEIKO.
B craTtbe mpezncraBieH KIMHUYECKUH mpumep oOcie-
JIOBaHWSA, BepU(HUKAMK AWAarHO3a W OIEPaTUBHOTO
JICUEHUS JICBOYKH 12 JIeT, OOpaTHBILEHCS ¢ Kano0amu
Ha yBEJIMYECHUE KIUTOPA, C OTATOIIEHHBIM I'€HealoTH-
YECKUM aHaMHe30M (Isas OoieH HeipoduOpomaro-
3oM 1 Trma). PebeHok o0OcienoBaH SHIOKPUHOIOTOM,
WCKIIIOYEH TUarHo3 HapylieHue (GOopMUPOBaHHMS IOJa.
IIpoBenena ¢GeMHHU3MpYOMIAS TUTACTHKA HAPYKHBIX
TIOJIOBBIX OPraHoOB C yJaJeHHEM Y3JIOBBIX 00pa3oBa-
HUH HelpohnOpoMaTo3a, IMUTHPOBABIINX BUPHIIN3a-
U0 HApPYXHBIX FeHHTaJIHﬁ, PE3CKIMA KaBCPHO3HBIX
TeJ, Ta0MOIUIACTUKA U3 KOXKHO-CIIM3HUCTBIX JIOCKYTOB.
KocMernuecknil pesyapTar HEMOCPENCTBEHHO IIOCIIE
oTepaluy pacleHeH KaK YI0BICTBOPUTEIbHBIMH.

Abstract

Neurofibromatosis 1 type (NF1, Recklinghaus-
en disease) is caused by mutations in the NF1 gene
(localized to chromosome 17q) and is an autosomal
dominant genetic syndrome. The disease occurs in
1 of every 2500-3000 births. In neurobibromato-
sis the urogenital tract is affected rarely. The article
presents the clinical case of examination, diagnosis
verification and surgery of a 12-year-old girl com-
plaining of an increased clitoris with the aggravat-
ed genealogical anamnesis (her uncle suffers from
neurofibromatosis type 1). The child examined by
an endocrinologist, removed diagnosis violation
forming the floor. Spend plastic feminized exter-
nal genitalia with the removal of nodules neurofi-
bromatosis imitating virilization of the external
genitalia, resection of the corpora cavernosa, la-
biaplasty of mucocutaneous grafts. Cosmetic out-
come immediately after the operation is regarded
as satisfactory.
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Kiaumopomezaiusl, xupypcudeckoe jed4enue

Heiipodubpomaroz 1 tuna (HD1, Gomesnp Pe-  Gomee 0,5 cm y gereit u Oonee 1,5 cM y TOAPOCTKOB
KJIMHTay3eHa) — MOHOTCHHOE 3a0oyieBaHue, 00YCJIOB- W B3POCIBIX; BE U 00Jiee KOXKHBIC/TIOMKOKHBIC HEH-
nenHoe myrtanuedr NFlrema (mokanmm3oBan Ha 17q  poduOpombl b0 Hamuuue OMHOW TUIEKCH(OPMHON
XpOMOCOME) M HMEIOIIee ayTOCOMHO-IOMUHAHT-  HEHpo(uOpOMBI; HAIWYKE aKCHIUISIPHBIX M/WIHA Maxo-
HBI THUI HacieAoBaHUs. 3a00JieBaHME BCTPEUACTCS  BBIX «BECHYILICK»; IIIMOMAa 3PUTENILHBIX HEPBOB; y3€J-
y 1 Ha 2500-3000 HoBOpOKIeHHBIX aered [1,2]. Knu-  ku Jluma — ramapToMbl pajykKHOM O0OJOYKM IVia3a;
HUYeckuMH Kkpurepusimu HD1 saBisirorcs: Hajawune  KOCTHBIE M3MEHEHHWS — JTUCIDIA3Msl KIMHOBHIHOW KO-
6 wim OoJiee MATEH [BeTa «Ko()e C MOJIOKOM» pasMepoM  CTH 4eperna, WCKPHBJICHUE JITUHHBIX TPyOuaThiX KO-
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CTeH, TCEeBIOAPTPO3bl, TUCTPOPUUECKUE CKOJIUO3BI. B Bo3pacte 3 5et BrepBbIE OCMOTpEHa JETCKUM
JlJ1 HOCTaHOBKM AMarHo3a JA0CTaTOYHO OBYX U3 II€pe-  XUPYProM W SHAOKPUHOJIOTOM IO MOBOXLY KIHUTOPO-
YHCJICHHBIX KPUTEPHEB, TUOO OMHOTO — MpH Hanuuuu  Meraiud. st nuddepeHnnanbHOl TUarHOCTHKHA Ha-
POACTBEHHUKOB MEPBOM CTENEHH POACTBA C YCTAHOB-  PYIICHHI MOJI0BOH JrddepeHIIMpOoBKY MPOBEICHO Ka-
JICHHBIM Helipopuopomaroszom 1 tuma [1]. [Tomumo oc-  puotunupoanue — 46, XX; npu Y3U opraHos maaoro
HOBHBIX, HanOoJee XapaKTepHBIX KIMHUYECKHX MPO-  Ta3a BU3yaIM3WPOBAHA MaTKa, TOHAJBI HE OOHAapyKe-
sBieHul, nanueHTsl ¢ HO1 MoryT umers MHOXKECTBO  HBI, OBIJIO PEKOMEHIOBAaHO MPOBEACHHUE JIATIAPOCKOTUH
MOJMOPTaHHBIX N3MEHEHUI. C TOCJEAYIOMIEH MIACTUKON HapYKHBIX MOJIOBBIX Op-

[opaxeHune yporeHUTaJIbHOTO TPaKTa MpH HEHpo-  raHoB. OT NPOBENCHHUS TAaHHBIX MAHHITYJISALUI POIUTe-
¢ubpomaroze spisiercst peakuM. HeiipopuOpoMel Ha-  JTM OTKa3aiKCh 1O MPHYMHE COMYTCTBYONIMX MATOJNO-
PY)KHBIX TeHUTAJIMI Yallle OIMMCaHBl Y IEBOYEK, 4aCTOTa  I'MYECKUX M3MEHEHUH CO CTOPOHBI HEPBHOM CHCTEMBI,
TaKOH JIOKAJM3allUH, 110 JIAHHBIM Pa3JIMYHBIX aBTOPOB,  KOCTHBIX nedopmaiuii. B Bozpacte 12 net moctynuia
cocrasmsietr 0,02-0,65% [2,3]. JlnarHocTika He Bcerna B KIMHUKY JIETCKOH SHIAOKPUHOJIOTHH C LIETHIO HCKITIO-
ObIBaET CBOEBPEMEHHOW, TpeOyeT HCKIIIOUCHUS Hapy-  YEHHs OIMyXOJIeH SHIOKPUHHOM CHCTEMBI, acCOLUUPO-
HIeHHUs MOJIOBOH I epeHIMPOBKY B YCIOBHSX Clie-  BaHHBIX € HelipopuOpoMaro3oM, BEISICHEHHS IPUIHHBI
MaJIM3UPOBaHHBIX CTAIIOHAPOB [4], pelieHns Bolpoca  KIMTOPOMETANNH.

0 TMPOBEACHUN XHUPYPTUYECKOTO JICUCHUs. MBI MPHUBO- [Ip ocmoTpe caMO4yBCTBHE MEBOYKH YIOBIET-
UM KJIMHUYECKOE OMMCaHUe AEBOYKH MPEMyOepTaTHO-  BOPUTENBHOE, KOXKa CyXasl, MOJKOKHAS KIIETYaTKa pa3-
TO Bo3pacTa ¢ kiuropomeranueit Ha pore HD 1 Tuma. BUTa TocTaroyHo. OOpamaroT Ha ceOsi BHUMaHUE MHO-
JKECTBCHHBIC TISITHA 1IBETa «KO()e C MOJIOKOM» TIO BCEH

Onucanmne ManmueHTa: MOBEPXHOCTH KOXHU, OT 1 10 12 cM, HempaBWILHOM
JleBouka 12 yiet oOparuiach B OTACICHHUE ACTCKOM  (OPMBbI, HE BO3BBIIAIOIINECS HAJ ITOBEPXHOCTHIO
SHJIOKPUHOJIOTUH C KaJo0aMy Ha yBEIHUYCHHE KIUTO-  KOXKU. B MOJKOKHOW KIeT4yaTke MalbIIHPYIOTCS MHO-

pa. V3 anamHe3a M3BECTHO, YTO poAmiack OoT 1 Oepe-  KeCTBeHHbIE 0ObeMHBIE 00pa3oBaHus — (HUOpPOMATO3-
MEHHOCTH, | CpOYHBIX poAoB ¢ Maccoi 3850 r U pOCTOM  HBIE Y3JIbI AUAMETPOM OT 5 MM 110 15 CM, JTOKaJIU30BaH-
51 cm. [lpu poxnerun oOpaTuinn Ha ce0s BHUMaHHME  HBIE B 00JaCTH MPABOH MIEKH, IO 3aHEH MOBEPXHOCTH
ko(efiHble TSITHA HAa KOXKE, MBIIIEUHAs TUIOTOHUS,  IIeH, B oOmacTu Oeep, MPOMEXKHOCTH, B 00JIACTH aHy-
yraetenue Oe3ycioBHBIX peduiekcoB. HempaBunpHoe — ca Ha 20-22 yacax, B TOAKOJICHHOW sSIMKE, B OOJNacTH
CTpOEHHE HAPYXHBIX TOJIOBBIX OPTaHOB: THUIIEPTPO-  TOJNIEHOCTONHBIX CycTaBoB. llpu mampmarum oOpaso-

(Y ¥ TUTMEHTAHs OOJBINNX MOJIOBBIX TYO, yBEIMYe-  BaHUSA IUIOTHO-3JIACTHYCCKOM KOHCHUCTCHITHH, CIIETKa
HUe KIuTopa. M3 ponnipHOTO J0Ma Oblla TiepeBeieHa  OOJICe3HCHHEIE.
B OOJIBHUITY JUIS HOBOPOXKJEHHBIX, TJIe HA OCHOBaHUHU I'pynnas kieTka acuMMeTpudHa, cKomo3. Ha koxxe

KIIMHUYECKHUX JTAHHBIX U TEHEAIOTUYSCKOTO aHaMHe3a  CIIMHBI IOCICONEPaMOHHbBIN pyOel] — IpoBeIeHa XU-
OBbUT MOCTaBIeH AWarHo3: HerpoduOpomaro3 1 Tuma.  pyprudeckas koppekius cuctemoi LSZ. IlluroBunHas
W3BecTHO, YTO OTel JICBOYKM W ABOIOPOMHBIN Opar  kerne3a He yBEeIHUYeHA, MPU MalbNAlUU MITKO-371aCTH-
oTIIa cTpanaroT Helipodubpomarozom. Ha mepBoM rogy ~ deckolf KOHCHCTEHIIMH, OXHOPOIHAs, 0e300Ie3HCHHA.

JKU3HU OTCTaBaja B HEPBHO-IICUXUYECKOM Pa3BUTHUU. YCC 82 B 1 mun, Al 115/70 MM pr.cT.

B Bo3pacre 2 et Mama 3aMeTnIIa MOSIBJICHUE Y Je- [Ipu ocMoTpe HAPYKHBIX MOJOBBIX OPraHOB KIIH-
BOYKH HEHpopHOpPOMaTO3HBIX Y3J10B B OOJIACTH TOJie-  TOP YBEJIMYEH B pazMepax 7x3 cM, He HanpsikeH. boib-
HOCTOITHOTO CyCTaBa, B ATOIWUYHOW OONIACTH; MOSBU-  IIWE MOJOBBIC I'YObI THIIEPTPO(HUPOBAHBI, MaJIbIE TIOJIO-
JIUCH JKaJoOBl Ha HapylIeHHe OCaHKW, Ae(QOpPMalri0  BbIE TYOBI OTCYTCTBYIOT. B 00macty 100Ka U GOmbIImx
rpyaHo# kietku. [Ipu opromeamdeckoM OCMOTpE BbI-  IMOJIOBBIX TYO M30BITOYHOE PA3BUTUE PHIXJION ITOJIKOXK-
SBJICH CKOJIMO3, Iporpeccupyomas nedopManus mo-  HOW KieTyaTku. Bxox Bo Bnaranuiie B 0ObIYHOM MecTe,
3BOoHOUHHMKa. [Ipn oOclienoBaHuM B MEAUATPUUECKOM  OTBEPCTHE YpPETPhI — HA TMPOMEKHOCTH BBIIIEC BXOZA
oTAeTeHHH 00Hapy X eHbI (POPOMATO3HBIE Y3IIbI B M0-  Bo Biaranmuiie. IToigosoe passurue Ma’P1 o Tannep.
JIOCTH MaJjoro Tasa C MPOpacTaHWeM CTEHKH MOYEBOTO Januvie OononnumenvHo20 00C1e008aHUA:
My3BIPsi, TPSIMOW KHIIKW; B OEIOM BEHIECTBE TOJOB- Y3U enympennux cenumanuiu. Tenmo matku cme-
HOTO MO3ra, JICBOM MOJYIIAPHHA MO3XKEYKa, MOCTa —  HICHO BIIPABO, KOHTYPHI POBHEIE, (hOpMa rpyIIeBUIHASL.
Ha ocHoBaHuM JaHHbIX MPT ronosHoro mo3sra. Pasmepst matku 26x15,7%21,3 MM (HOpMa), yTOJI MEX-
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Puc. 1. BHeLuHwit BWA HapyXHbIX reHuTanMit — inepTpoduposaH- Puc. 4. BHetuiHuii BT HapyXHbIX TeHUTANNI HEMoCPEaCTBEHHO
HbIiA KIUTOP 11 BOMbLUKE MOMOBLIE rYObl, Masbix MOMOBbIX ry0 HeT, niocne eM1HU3MpYHOLLEN NNACTUKY, MOYEBOIA My3blpb APEHUPOBAH
BXOf BO BaraiLLe ¥ MeaTyc pacnonoxeHsl Mog KnuTopoM ypeTpanbHLIM kaTeTepom donest

Puc. 5. BHewwHuit BUE Hapyx-
HbIX FeHMTanuin Yepes 2 roga
nocne (EMUHN3NPYIOLLEN
MNacTUKM

Puc. 2. BHelwHwii BIZ HapyXHbIX TEHUTamMiA 1 MPOMEXHOCTH, B 06-
nactin aHyca ubpomarosHble y3nbl auameTpoM 5-10 um

Jly TE€JIOM U HIEHKOM BbIpaxxeH nocrartouHo. [lepeanuii
KOHTYp IIEHKN MaTK{ ¥ Biaraiuiia 4eTko He audde-
PEHLUPYETCS] — BO3MOXHBI, TEXHUUECKUE TPYIHOCTH
3a cyeT apTe(akToB OT 0OBEMHBIX 00pa3oBaHMi, BO3-
MOXHO Mpopactanue (uOpomMaro3Heix oyaros. [lo-
JIOCTh MAaTKH JIMHEWHas, He AeopMupoBaHa, HE pac-
mUpeHa, SHaoMeTpui 0,5 MM.

[paBerit  suuank  16,2x11,4x14,4 MM, 00B-
eMm 1,4 ky0. cM, cTpyKTypa OObIYHasA, (HOJUIMKYIBI
He muddepeHuupyroTcs. JIeBbli SIMYHUK pacmono-
)KeH 00bIyHO. Pasmepsr: 21,4x17,1x17,6 MM, 00beM
3,4 ky0. cM, CTPYKTypa OObIYHAS, BU3YaJIU3UPYOTCS
nBa pommukymna 4,0 u 4,7 mm. Busyanuzamus 3arpya-

Puc. 3. WhTpaonepalyoHHas kapTuHa nocne yaaneHus uaBbiTouHo
Pa3BUTbIX KaBEPHO3HLIX TEN
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HEHa 3a c4eT MHOXECTBEHHBIX 00bEeMHBIX 00pa3zoBa-  (puc. 4). Kocmernueckuil pe3yasrar HEIOCpPEeICTBEHHO

HUH B MaJIOM Ta3y. NocJyie Onepaluy pacleHeH KaK YI0BIETBOPUTEIbHBIMN.
3axmmroueHne: Y3 TMPU3HAKH, COOTBETCTBYIOIIHE [Iponomxkeno HabMONEHHE ITEANATPOM U SHAOKPH-

BO3PACTHOM HOpMeE, 00beMHBIE 00pa30BaHMs B MAJIOM  HOJIOTOM IO MECTY JKHUTeNbCTBa. [Ipu ocMoTpe uepes

Tazsy. 2 roma (puc. 5) — KOCMETHYECKUN Pe3yabTaT XOPOIIIHiA,
Y3U mnapyocnvix nonogvix opearnos. bonbline — MPU3HAKOB JIOKAJIHLHOTO pelMINBa HeipodhnOpoMaTos-

MOJIOBBIE TYOBI HMMEIOT BCE CTPYKTYpHBIE JJIE€MEH-  HOTO MpoIecca HeT.

THI, XapaKTepHBIE I TaHHBIX 00pa3oBaHmid. Kimrop

M0 CpefHel JTUHHH, B CTPYKType KimTopa ompenens-  O0cy:xkneHue:

I0TCSl 1Ba PYJMMEHTAapHBIX KAaBEPHO3HBIX Tejla U CO- Heiipodubpoma yporeHWTambHOTO TpakTa BIIEp-

SIMHUTEIILHO-TKAHHBIM DJIEMEHT, KaBEPHO3HBIC Tela  BbIe onmcaHa B 1936 . y 37-meTHEr0 My»XYWHBI, ObLTa

CKJIEpO3UpPOBaHbl. ApTepuH, KPOBOCHAOXKAroIKe K-  OOHapykeHa HeWpopuOpomMa MOYEBOTO ITy3bIps, Tpe-

TOp, OTXOJIAT OT JIOOKOBOH apTepuu. YpeTpa JIMHeiiHa,  CTaTeNbHOU JKele3bl, CEMEHHBIX Iy3bIPhKOB, ITOJOBOTO

cthopMupoBaHa 1O )KEHCKOMY THITY, UMEET MPOTSHKEH-  WieHa, ypeTpsl [5]. HelipoduOpoMbl HapyKHBIX TeHH-

HOCTh 110 1,2 cM, quametp 0,36 cM. B monoctu mano- TaJIM{ Yallle BCTPEYAOTCS Y HAllMEHTOK KEHCKOT0 MoJa.
TO Ta3a ONpPENENSIIOTCS Marka, mpujaarku, Biaramuiie B 1995 . Sutphen R. ¢ coaBropamu omnucaiu aecsTu-

BU3YaJIN3UPYETCS HA BCEM MPOTKESHUU. JETHUN KIMHUYECKUH OmbIT HaOmoneHns 236 cemei
Pesynbrarsl ropMOHANBEHOTO 00CIIEOBaHMS B BO3- ¢ HelpoduOpomaro3om. Y Tpex MaueHTOK ObLia 00-
pacre 12 ner: Hapy»XeHa KIUTOPOMETANNs, ¥ YeThIpeX Herpoduopo-
T4 — 20 amons/im, TTI" — 2,8 MkME/Mn MBI JIOKAJTU30BaJUCh B OOJACTH OONBIIMX ITOJOBBIX
OCI' — 7,1 mME/n, JIT — 0,9 mE/n, actpammon —  ry0 u B oOnacTu jioOKka [2]. BOJIBIIMHCTBO MAIMEHTOB
37 nr/mn, TecrocTepoH — 1,1 HMOJIB/JI, TAPATTOPMOH — € KIIMTOPOMETAJIUCH MMEIOT COJUTApHBIC WIIH IUICKCH-
24,3 ur /mi. dhopmubie HelpoduOpoMbl. OmHAKO WX HEOOXOIMMO

IIpoBenena omepamus: (pemMuHM3MpYyIOmas Mmiaa-  TUPPEPeHIINPOBaTh CO 3IOKAYECTBEHHOH IIBAHOMOMU

CTHKa HapyXHbIX reautanuil. [Ipu BeimonHennn mu-  kiuropa. B 1989 . Thomas W.J. ¢ coaBropamu onmcanu
HEWHOTO pa3pe3a KOKHU IO JTOp3aJIbHOW MOBEPXHOCTH  MAIMEHTKY | rofa ¢ KIMTOpOMeraiiuii u Herpoduopo-
TOMOJIOTA TIOJIOBOTO YJIeHA Cpa3y BU3YalIM3UPOBAINCHL  Maro3oM | tuma. [Tocine paaukaisHOH KITMTOPOIKTOMUH
MHOXECTBEHHbIE Y3JIbl pA3HOTO pa3Mepa B KJIEeT4aTKe MO pe3ylibTaTaM rMCTOJIOTMYECKOTO HCCIIeIOBaHuUS ObLIa
u Oenouynoit obomnouke. [IperMylIeCTBEHHO OCTPBIM  yCTaHOBJICHA MATUTHH3UPYIOLIAs IIBaHOMA [6].
MTyTeM C KOATyJISIHEH COCYIOB OCYIIECTBICHO BhIJIENe- TakuMm 00pa3oM, XUPYyprudeckoe JedeHUe KIiIH-
HUE KaBePHO3HBIX TeJ M Y3JI0BBIX 00pa30BaHMUil HEHPO-  TOPOMETaauy HEOOXOMUMO HE TOJBKO Ui pellie-
¢ubdpomaro3a, IMUTUPOBABLINX BUPWIN3ALUIO HAPYXK-  HHA KOCMETHYECKMX NpOOJEeM MalMeHTa, HO TaKkKe
HBIX TeHUTANWH. BeinonHeHa pe3eKnusi KaBepHO3HBIX sl U QepeHInalIbHON TUarHOCTHKH OIyXOJeH, ac-
TEJ Yy JIOHHBIX KOCTEH, TUTMPOBAaHUE C MPOIIMBAHUEM  COIHMHUPOBAHHBIX ¢ HeWpoduOpomarozom 1 Ttuma. Co-
(puc. 3). CBenensl Oynb00KaBEepHO3HBIE MBI, TI0-  JIMTApHBIE HEUPOPHOPOMBI MTOIOBOTO WieHa TPEeOYIOT
CJIE Yero IyTeM BBIKpAWBAHUS KOKHO-CIM3UCTBIX JIO-  TOJBKO XUpyprudeckoro ynaienus. llmexcudopmubie
CKyTOB M WX TEepEeMeIleHUs] OCYIIECTBIEHA TUIACTUKA  HEHPOPUOPOMBI, aCCOIMUPOBAHHBIE C OOCTPYKIIH-
HapyXHbIX T€HUTAIHHA C COXpaHEHHEM OO0JacTh Jla- el MOYeBBIX MyTEH, TPeOYIOT TaKkKe BOCCTAHOBICHHS
JOBEBUIHON SIMKH M (OPMHUPOBAHHUEM TIIOJIOBBIX I'y0  MPOXOIUMOCTH YPOTCHHUTAILHOTO TPAKTA.
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NMAMEHOBA KaHaupat MeamumMHCKMX Hayk, OOLEHT kadeapbl AETCKOW XUPYPrv 1 Yponorum-
EBreHms CepreeBHa aHgpornoruu MNepsoro MTMY um. .M. CeyeHoBa (Mocksa)
EONIOTOBA [oKTOp MeanuUMHCKNX HayK, Npodeccop, 3aBeayoLas kadeapon NnponeaeBTKN

OeTckux 6onesHew, 4ETCKOM SHAOKpUHOMormm u anadetonorum Capartosckoro MMY

Huna BuktopogHa um. B.U. PasymoBckoro (CapatoB)

ANPAH Bpay — geTckuin Xupypr, acnMpaHT Kadeapb! AETCKOW XUPYPrun 1 YPOrorumn-aHaporiornm
Spyapa KapeHoBuy Mepeoro MITMY um. U.M. CeyeHoBa (Mockgea)
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