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YO «IpopHeHCKMM rocyLapCTBEHHbIM MEAULMHCKMIA YHUBEPCUTET D

Y3 «2-a ropoackas knnHuueckas 6onbHuua r. pogHo»

Onucanvl 2 ciyyas nosoHeil OUAeHOCTUKY CUCMEMHOU CKIIEPOOepMUlL, YO NPUBELO K NPENCOEe8PEMEHHOMY pa36U-
muio unsaruonocmu. Ipuuuna o6vacHsemcs mem, Ymo 6payu NOCieOHee BPeMsi MA0 YOeasilon GHUMANUS AHAMHe3Y U
KAUHUYECKUM NPOSGICHUAM 3a00NIe8aHUs, A OMOAIOM npednoumeHue 1a00pamopHuiM U UHCTNPYMEHMATbHbIM Memooam

Uccre008ansl.

Kniouesvie crosa: cucmemnas cknepooepmusi, KIUHUKA, OUACHOCTUKA.

2 cases of late diagnosis of systemic scleroderma which lead to early invalidity are described. The reason may be
attributed to the fact that doctors pay little attention to anamnesis and clinical manifestations of the disease and give
preference to the laboratory and instrumental methods of investigation.
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Cucremnas ckieponepmus (CCJI) — cuctemHoe 3a00i1e-
BaHHE COEMHUTENHLHOM TKaHU C MporpeccupyromeM Gpuo-
PO30M, pacrpoCTpaHEHHBIMH Ba30CIIACTHYECKUMH HapyIlle-
HUSIMU M XapaKTEPHBIMU U3MEHEHUSIMU KOXKH, OTIOPHO-/IBH-
raTeJIbHOrO anmnapara i BHyTPEHHHX OPT'aHOB.

PacnpocrpanenHocts CCJ] cocrasnser 2,7-12 genoBek
Ha 1 MutH. Hacenenwus. B rpymmne auddy3HbIx Oome3Hei co-
€IMHUTENBHON TKaHH 110 YaCTOTE 3aHUMAaeT BTOPOE MECTO
nociie cucreMHol kpacHoit Bomdanku (CKB). B mocnennue
necatuieTus ormeuaercs yuarienre CC/I. YKeHmmub! 6ome-
10T B 5-6 pa3 wamie myxunH. CCJ] 3a0051eBatoT B J1I000M BO3-
pacre, OTHaKO MUK 3a00J1eBaEMOCTH ITPUXOUTCS HA BO3PACT
30-50 ner [1].

Havasno CC]J] yame nmocreneHHoe, He3aMEeTHOE TS O0JTb-
Horo. Ha panHux craausx 3a0oneBaHus yalie nposBIsieTcs
KO)KHBIM CHHPOMOM, Ba30CIACTUYECKHUMU HAPYIICHUSIMU
(cunzpom PeitHo) 1 cycTaBHBIM CHHIPOMOM. Y OITHOTO OOJTb-
Horo CCJ] HaumHaercs ¢ cunapoMa PeitHo, y apyroro — ¢
KO)KHOTO, & Y TPETHET0 — C CYCTaBHOTO CHH/IPOMA.

[TopaskeHne KOXH IPOXOIUT 3 CTaIUU: IIIOTHOTO OTEKa,
uHIypauuu 1 atpodun. OTeK KoK HAUMHAETCS Yalle C KKC-
TeH U JIHLIa, IEPXKUTCSI B TeUEHHE HECKOIIBKIX MECSIIEB HIIH
JIET, a TIOTOM MEPEXOUT B MHAYpaTuBHYIo (a3y. [losBnsercs
MacKOo0Opa3HOCTB JINIIA C INIOTHOW HATSHYTOM KOXKeH, KHce-
TO000pa3HBIMU MOPIIMHAMY BOKPYT PTa, ICTOHYEHHEM TY0,
HOCa, OTPAaHUYEHUEM OTKPBITHS PTa, CKIIEPO3UPOBAHIEM BEK
(«1nK UKOHBI»). Pa3zBuBaroTcs crudaTebHbIe KOHTPAKTYPhI
B KUCTSIX, aKPOCKJIEPO3, 38 CYET OCTEONH3a IPOUCXOAUT YKO-
pOUeHUE KOHIIEBBIX (hajlaHT.

WHnypanmst KoKu MOXKET paclpoCTpaHsIThCs Ha TPyAb,
CIWHY, )KUBOT 1 OOJNBHBIE UCTIBITHIBAIOT OIIYIIIEHHE, KaK Oy/-
TO OHHM B «TaHIupe». [Ipu uTenbHOM, XpOHHYECKOM Teue-
uHun CCJI craaus HHIypaldyd MOXET CMEHAThCS aTpodueit
koxu. OHa BHOBb CTAHOBUTCS MOJIBM)KHOIA, JIETKO Oepercs B
CKJIaJIKy, HATIOMUHAET BU AITUPOCHOH OyMaru.

XapaxrepHbli Ipu3HaK xpoHudeckoro teuenuss CCJl —
HaJIMYUe TeJeaHrnodKTa3nuil. OHM JIOKAJTU3YIOTCS IPEUMY-
LIIECTBEHHO Ha JIMIE, TPY/IH, CITHHE, KOHEUHOCTSIX 1 00yCIIOB-
JIEHBI PACIIUPEHUEM KaIlTMIUISIPHBIX MIETEITb 1 BEHYIL.

Cunnpom PeiiHo — Hanbonee 4acThlil M paHHHUN IPU3HAK
CCI. OH nposiBisieTcst Ba30CTIaCTHUSCKIMH KpHU3aMHU: To0e-
JICHUEM, CMEHSIOIINMCS IMaHO30M, YyBCTBOM OHEMEHHMSI
TAJIBIEB PYK, PEIKE — HOT, KOTOPBIE BOSHUKAIOT TIPH BO3/EH-
CTBUH XOJIOZA, P BOJIHEHHSIX WM 0€3 BUITUMOW IPHYHHBI.

ITpu CCJI MoryT nmopaarbCsi CyCTaBBbl, MBIIIIIbI, Opra-
HBI JIbIXaHuUs (0a3aIbHBINA MHEBMOGHUOPO3), CepACUHO-COCY-
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JUCcTas cucrteMa (KapArOCKIepo3, TIEPUKAP.IUT), OpTaHbI ITH-
LeBapeHus, nepudepruieckasi HepBHast CHCTEMa, YHIOKPHH-
HbIe kene3bl. OcOOEHHO XapaKTePHBIM CYUTACTCS TOpasKe-
HHe nuineBojaa (330(arut), 4yTo NposBisieTcs aucharuei,
I Py3HBIM paclIUpeHreM THIIEBOA, CY)KEHUEM €ro B
HIDKHEH TpeTH, ocIa0lieHUeM ePUCTaIbTHKH.

U3 o0mmmx nposinenuit st CCJI xapakrepHa 3HaYUTENb-
Hasl IOTeps. MAaCcChI Tella, BIUIOTh /IO KAXEKCHH, B OCHOBHOM
3a cueT aTpo(hUH MBIIILL, BbINaieHue Bosoc. JlabopaTopHbie
MOKa3aTesTd U3MEHSIOTCSl HE3HAYNTEIFHO: BO3MOYKHO HAITH-
YHe YMEPEHHOW HOPMOXPOMHOW aHEMHH, JIEHKOIUTO3a,
yMepeHHoro nobitenus COD, runeppoTeMHeMUH, THITEp-
raMManiooyTuHeMud. Y 1/3 G0IbHBIX OOHAPYKHBACTCS PEB-
MAaTOUIHBIN ()aKTOp B HU3KUX FJIH CPEIHHX THTpaX, ¥ 30-90%
OOJIBHBIX — aHTUHYKJIEapHbIE aHTHTena [3].

Hamu nipezicraBiisitoTest iBa citydast 031HEH THarHOCTH-
ku CCJl, korja co CTOpOHBI KOXKHBIX M3MEHEHHM HaCcTyIHIIa
YK€ TPEThsI CTaJIUsI — CTaAus aTpouu.

Bomnbrast J1., 60 net (uctopus onesuu Ne 6807), mocTymu-
na B kapauonorndeckoe otnenenue 2 I'Kb r. I'pogro 11.08.09
I. 110 HaIlpaBJIeHUIO 3-i MONUKINHUKY ¢ quarHo3oM: MbC —
CCH, ®K I, muddy3Hsiii kKapanockiepos, nojiHas 6jokana
npaBol HOXKM myduka I'mca, H, , ., runponepuxapa. Ilpu
MOCTYIIJIEHHH JKaJIOBAJIACh: Ha OJIBIIIIKY CMEIIIaHHOTO XapaK-
Tepa Mpy He3HAUYUTENILHOH (PH3MYECKOi Harpy3Ke, KoTopas
BO3HHMKAJIa M3-3a TOTO, YTO OOJIbHAS HE MOIVIA TITyOOKO JIbI-
math (OIIYIICHUE «KOpceTay); Oonu U pe3kas ciabocTh B
CycTaBax pyK U HOT TPH JIBWKCHUH, OUIyIIEHHE 350KOCTH,
OHEMEHHMsI B KOHEUHOCTSIX, 0COOEHHO MPaBOi HOT'Y; OOIIYI0
pe3Kyto crabocTh U OXyaHue, BBITIaJeHIE BOJIOC; 3aTPy/-
HEHUE MPH NPOIIaThIBAHUU TBEPJIOH MUIIH, B3AYTHE XKHBO-
Ta, 3aIOpBI.

BornbHas o sToro xuia B nepeBHe BepxHenBUHCKOTO
paiiona, BureGckoit oonactu, a B 2009 romy nepeexasa K J10-
4yepu B T. [ poHO, T.K. He MoII1a ce0st 00CITy>KUBATH 10 COCTO-
SIHUEO 3/I0POBBSL.

Co cioB 00iIbHOM (aMOYIaTOPHOM KapThl HET), 3a001e-
BaHWE HA4aJIOCh MOCTETIEHHO, OKOTO 15 et Ha3ai, Korja cra-
JIO TIOSIBJIATHCS TTOOJIETHEHHE U TIOXOJI0/IaHKE NaJIbIIEB PYK,
0COOEHHO B XOJIOJHYIO ITOTOMY, a TOTOM ¥ Hor. Ilotom mo-
SIBUITUCH M OOJTH B CyCTaBaxX MHTPHUPYIOIIETO XapaKrepa, cTa-
Jla OTMeuaThes cabocTh B pykax u Horax. OOparianack B
YYaCTKOBYIO OOJNBHHUILY, TOCBIIAJIH €€ U B PAOHHYIO TOJTH-
KJIMHUKY, HO CTaIlMOHAPHO HE JIEYHIIach.

Craboctb 1 00NH B pyKax M HOraX Bpadu OObSICHSUTH TPaB-
MOH TIO3BOHOYHHKA, KOTIIOKEHHEM COJIEH, THIIOTHPEO30M.
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[TpuHMMana HeperyIsipHO — MHAOMETALNH, pyMaKap, OpTo-
(eH, a Taxke TaOIETKN HUKOTHHOBOM KUCIIOTHL, T.K. CTABHIIN
nuarso3 cuaapoma PeiiHo. OmHako coctosiHue OOJIBHOM
Ka)KJIbIM TOJIOM YXYIILIAJIOCH — OOJIbHAS CTalla XyIeTh, Hapa-
cTasa c1aboCTh B MBIIIIAX PYK M HOT, IOATOMY CTaJia C TPY-
JIOM niepeBUraThes. [1oSBUIINCH U BBIIIEYKa3aHHBIE Kao-
OBl — OJIBIIIIKA, OIIYIIEHHE «KOPCETay» B IPYIHOH KIIETKE, 3aT-
PYIHEHUE TIPH NPOTNIAaTHIBAHUH TIHIIIH, BHIAJEHHE BOJIOC U
T 1.

Br. [poarHo oHA 00paTriTach B 3-10 TOPOICKYHO TTOMHKITH-
HUKY, T1e Ha Y3U cepiua oOHapy KWK )KUAKOCTh B IIEpH-
kapae (250 mi1), 9TO U ABUIIOCH «OCHOBHOMY MPHUUNHOM ISt
HAIpaBJICHHS B CTALIMOHAP.

OOBEKTUBHO — COCTOSIHHE OONBHOM CpelHel cTereHn
TspKecTH. [IOHM)KEHHOTo MUTaHus, MacKoooOpa3Hoe, aMu-
MHUYHOE JIUIIO C KUCETOOOPa3HBIMHU MOPIIIMHAMHE BOKPYT PTa.
Bornockl Ha ronoBe peakue, MecTaMu — OTCYTCTBYIOT. Ha
niekax — spkuil pymsaen («6adoukay). OTmeuaercs aTpo-
(b¥st MBILIIL PyK, HOT C PE3KUM CHIKEHHUEM MBIIIEYHOH CHITBL
CycraBsl He nedopmupoBanbl. Koxka Ha pykax arpodupo-
BaHa, 0COOEHHO Ha MPEIIIeYbsX, JIETKO OepeTcs B CKIIAIKY.
Brmxe x JrydesarnsicTHBIM CycTaBaM IMOJ KOXKEH TOoYTH He
oIpeneNsieTcsi MSATKUX TKaHel, T.e. IO KOXKeil cpa3y Halry-
IBIBaeTCs KOcTh. Ha BHyTpeHHE!H MOBEPXHOCTH JIEBOTO JIy-
Ye3aIsICTHOIO CYCTaBa MIMEETCS ITy3bIph pa3MepoM 2 X 2 cM,
HATIOJTHCHHBIN CBETIION JKUAKOCTBIO, THIA neMuryca [2.
CTombI XOJIOHBIC Ha OLIYIIb, ITyJIbC a. dorsalis pedis He mpo-
LIYITBIBAETCS, OTMEYAETCS TUIIEPKEPATO3, JieBast TOJIEHb -
NepeMUpOBaHa, C CHHIOLTHBIM OTTEHKOM. YHMCIIO IbIXaHUi B
1 muH. — 20. /IpIxaHue HaJ| JETKUMH BE3UKYISIPHOE, B HHXK-
HUX oTenax ociabnenHoe. Cepile — NEPKYTOPHO IPaHUIIbI
HE pacUIMPEHbl, TOHBI CEpPAlla MPUIITYIIEHBI, PUTMHYHBIEC,
TpexwieHHbId putM, HCC B 1 Mun — 98, Al — 115/75 mm pr.
cT. J)KuBoT Msrkuii, 6e3007e3HeHHBIN TPy maabranyu. [le-
YeHb, CeNe3eHKa — HE YBEIIMYEHBI.

OAK: netixorutbl — 8,4* 10%/11, (303uHO(pUIBI — 4, CErMeH-
ThI — 62, TUMQOUTHI — 31, MOHOIUTHI — 3), SPUTPOLUTHI —
3,27*10'%/n, remoro6uH — 115 /11, TpoMGoIUTEL — 258%10%/
1, COD— 26 mm/gac. OAM: yu. Bec — 1015, Genok — cienpl,
caxap — OTpHULIATENbHBIH, JIEUKOIMTHI — 6-8 B 1I/3peHust + rpyr-
b1, OakTepuu +, cnusb +. BAK: caxap kpou — 4,4 MMOJIB/I1,
¢ubpuHoreH — 3,7 r/n, nporpoMOUHOBKIN HHAEKC — 0,9, 00-
1ui 0esToK KpoBH — 67 1/11, ansoymuns! — 40 1/, CPB — otp.,
cepomyrou — 0,260 (Ne-0,200), MmoueBHHA — 5,72 MMOJIB/JI,
kpeatunuH — 0,78 MMonb/i1, Xonecrepud — 7,07 MMOJIB/JI,
CBIBOPOTOYHOE Xkese30 — 13,2 MMOITb/I1.

OKI' — put™ cunycossiif, YCC B 1 mun — 89, nonxas
OJiokazia MpaBoi HOXKKH Ty4ka ['uca.

Y3U cepaia — B nepukapzae okoio 270 M1 cBOOOIHOM
KHUJKOCTH, COKpaTUTEIbHasl CIIOCOOHOCTh MUOKap/ia CoXpa-
HeHa. Y3U nedeHu, cene3eHkH, MOHKETYI0UHOM Kene3bl —
0e3 ocoOeHHOCTEH, B OYKax — (PHOPO3HO-CKIEPOTHYECKHE
n3MeHneHus. Y3U mUTOBUAHOM Kee3bl- KOHTYPhl POBHBIE,
npaBast qonst — 11*12%22 MM, neast qoist — 10¥15%22 mm,
Y3JI0B M KHCT HET.

OcMoTp THHEKOJIOTa — 3710pOBa.

CrnenoBatesbHO, Y O0TBHON HMENTICh I3MEHEHHS CO CTO-
POHBI KOKH, MBI, CYyCTaBOB, CEP/ILIa, [I0YEK, KPOBH (CHHU-
JKeHUe reMorioonHa, nopsireHne COD u cepoMyKonna),
YTO yKa3bIBAJIO Ha CUCTeMHoe 3a0oneBanue. Hanmune «Oa-
0OUYKM» Ha JIMIE HATAIKUBAJIO HA MBICIb, YTO y OOJIBLHON
nmeercst CKB. OgHako pu IeTaabHOM 0CMOTPE «0a00uKm»
0Ka3aJI0Ch, YTO 3TO PACHINPEHHBIE COCYIbI — TEJICaHTHOOK-
Ta31H, KOTOpbIe ObIIM 1 Ha IPYIHX YacTsX Tena, T.e. U3MEHe-
HUS KOKU Ha juie oonee xapakrepusl gt CCJI, yeM s
CKB.
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Juarnos CCJI moaTBepIuiiy peHTIeHOTIOTMIeCKUe UCccie-
JIOBaHHSL

Ha pentrenorpamme xucreit or 04.08.09 1. ormeuancs
1 dy3HBIH CHMMETPUYHBII 0CTEONIOPO3, aTPoUsI HOI'Te-
BBIX OyropKoB KOHIIEBBIX (hasiaHr | — V majbleB 00enx Kuc-
Teii (peHtreHorpamma Ne2665).

[MumeBox pacumpeH, Mpy MPOXOXKICHUH KOHTPACTa ero
(hopMa MoYTH HE MEHSIETCS — OH 3aIOJIHAETCS BO3JyXOM, HE
MePUCTANIETUPYET, CTEHKH HEPOBHBIE C YETKUMH KOHTYpa-
MM, CKIIaJIKH CJIM3UCTON OTCYTCTBYIOT — HA THEBMOpelbede
OTMEYaeTCsl MENKasi ¥ CPEHSS TSHKHCTOCTh, XapaKTepHast s
330(aruta.

Pentrenorpacdus opranos rpyaHoit kietku Ne 2662.
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Bo3ylrHOCTh JIETOUHBIX TI0JIel HEPaBHOMEPHO MOBBI-
LIIEHa, JIETOYHBIN pUCcyHOK 00erHeH. CripaBa, 1 OOJTbILE Clie-
Ba, B CPEIAHUX JIETOUHBIX 30HaX BU/IHBI KHCTOBHUHBIE ITOJIOC-
T 1,5 X 2,5 cM B tnamerpe 6e3 NpU3HaKoB Nepr(OKaTHLHOTO
BocnasieHus. B HykHell 30He cripaBa 1 HajauadparManbHO
clieBa IMeEroTCs TnHelHbIe GuOpo3Hble Tsoku. Kynon nuad-
parmsl cripaBa OIyIIEH.

BonbHol 0610 Ha3HaueHO 30 Mr npenHu3ooHa (6 Tao.),
TIEHTOKCU(WIUTMH B/BEHHO, KCAHTUHOIA-HUKOTUHAT B/MBI-
LIEYHO, M Yepe3 HeJeNIto el CTaslo ropas3zo Jydllle: yMeHb-
LIMITHCH OJIBIIIKA U OIYIIIEHAE CKOBAHHOCTH B TPYIIHOM KJIET-
Ke, MOSBWIACH CHJIa B PYKaX, YMEHBIINIIOCH KOIUYECTBO
xuaxoctr B nepukapae (170 mur), cauzanace CO3 — 16 mm/
qac.

CrnenoBarenbHo, poiiecc nporpeccupoanus CCJI yna-
JIOCh Ha BpeMsI ITPUOCTaHOBUTH. OTHAKO Te CKIIEPOTUYECKUE
W3MEHEHHUs B KOXKe, MBIIIIAaX, BHYTPEHHUX OpraHax, KOoTo-
phble IPUBENY K MHBATUIU3AIMN OOJILHOM, SIBIISIOTCS HEO-
OpaTUMBIMHU.

Bropoti ciryuaii — ato 6onbHast XK., 65 ner (nctopust 60-
ne3uu Ne10748). [Toctynmna Bo 2-¢ XUpyprudeckoe oTese-
nue 4 Kb r. I'pogno 15.12.09 1, ¢ mrarno3om: Oone3Hp Peii-
HO BEPXHUX Y HWJKHUX KOHEYHOCTEH, OrpaHUYEHHBIH HEKPO3
HorteBbIX (ananr [ u II manpeB npaBoii KUCTH, aMITyTaIH-
OHHBIe KyibTH | — V nanelieB neBoit kuctu u 111 maneia npa-
BOW KHCTH Ha YPOBHE OCHOBHBIX (pajaHr.

Kak u nepBas 60J1bHas1, OHA Iprexaja u3 qepeBHu Bo-
KOBBICCKOTO paiioHa K fo4yepu B I. [pomHo mocie amiryra-
1 nasnsies pyk (2008 ). [lnarnosz CCJI ObL1 ycTaHOBIIEH
TONBKO B 2009 I. ocye KOHCYIBTAHU B PecnyOIuKkaHCKOM
peBmaronoruyeckoM reHTpe. J{o 2009 . GonbpHas HECKOITBKO
JIeT JIeunsiach 1o noBoxy Oose3nu PeitHo, a Taxke aprepu-
anpHOM runepToHnu, UBC — muddy3Horo kapauockieposa
C MapOKCH3MaMHU MepLATEIbHOM apUTMHUH, XPOHHYECKOTO
OpOHXHTA, THEBMOCKJIEPO3a, 330(arura.
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Kak oka3anochk, Bce 3TH 3a00JIeBaHUs BKIIABIBAIMCH B
KIMHUKY otHoro 3a0oneBanust — CC/l. TToBbimenue aprepu-
aJIBHOTO JaBJICHHUS OOBSICHUMO PA3BUTHEM CKIICPOJICPMHU-
YEeCKOM MoukH, Tak Kak B OAM oTMedanoch Hanndme Oenka,
a B KPOBH — TOBBIIIICHUE CONICPKAHUS MOUCBUHBI U KPEaTH-
HHHA.

Taxum 00pazom, ¥ BTOpast 00IbHAsT 0A3UCHOTO JICUCHHUS
1o ycraHoBienus: nuardoza CCJ e nonydana. B nannom
cllydae CHCTEMHOE 3a00JieBaHUE MPUBEIIO K ITOPAKCHHIO
MIPEUMYIIIECTBEHHO COCYIOB BEPXHHMX KOHEUHOCTECH M pas-
BHUTHIO CYXOH TaHTPEHBI MAJIBIIEB PYK C MOCICIYIONICH UX
aMITyTanuei.

[Ipuunnsl no3aHel nocranoBku Auarso3a CCJl MoxxHO
OOBSCHHUTH TEM, YTO BpayH MOCICIHEE BPEMS MaJIO YACISIOT
BHUMAaHHS aHAMHE3y U KIMHHYCCKUM IPOSIBJIICHHUSIM 3a00-
JICBAHMS, a OTIAIOT MPEANOYTCHUE Ta00paTOPHBIM U UHCT-
PYMEHTaJIBHBIM METOJaM HCClenoBanusa. Ho 3T MeToabl
HCCIICIOBaHUS MAJIOMH(GOPMATHUBHBI U HECTICIIH(DUIHBI IIPH
CCI.

JlanHOE 3aMeuaHue KacaeTcs, MPEKIC BCETO, yIaCTKO-
BBIX TEPAIeBTOB. Y3KUE CICIUAIUCTHI (KapIHUOIOTH, MTYJIhb-
MOHOJIOTH, TACTPOIHTEPOJIOTH U T.J.) BUIAT TOIBKO «CBOEY
3a00JIcBaHKe, a TEPAICBT JOJDKCH MPOaHATU3UPOBATh BCE
JIUATHO3BI U C/ICNIATh CBOM BHIBOJL.
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