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OnuckiBaeTcs ciydail pa3BUTHUS TAKENBIX OCIOXKHEHUN y O0NbHOM >keHIuHBl 30 JeT ¢ cucrem-
HOU CKJIEPOJIEPMHUEH JIEUCHHOU [[-NIEHUIIMIUIaMUHOM U IIPEAHU30JI0HOM. [Ipu npucoenuuenuu pec-
NUPaTOPHONH MH(EKIUU 0OJBbHOHM ObLIM HazHayeHbl HEPPOTOKCHUHBIE TpenapaThl. [Ipu sTom pas-
BWICS PELMAMBUPYIOIINA THEBMOTOPAKC C OCTPOW JABIXaTEIbHON HENOCTATOYHOCTBIO, OCTpasi IO-
YeyHash HEJOCTAaTOYHOCTh C a30TeMHed, HePpPOTHYECKUH CHHAPOM, MHOXKECTBEHHBIC 3PO3HBHO-
S3BEHHBIE MOPAXKEHUS >KEJIYAOUYHO-KUIIEYHOIO TpakTa ¢ KpOBOTeUEHHMEM M aHemueil. Bece st oc-
JIO’)KHEHHS OBIIIM YCTICITHO KYITMPOBAHBI.

KiroueBble c¢ji0Ba: CUCTEMHasl CKJIEPOJAEPMMS, NMHEBMOTOPAKC, AbIXaTelIbHAas HEIOCTATOYHOCTD,
ocTpasi IOYeYHasi HeJOCTaTOYHOCTb, HE(PPOTHUECKUN CHHAPOM, JKEITYIOYHO-KHILIEYHOE KPOBOTEUe-
HHUE.

The current history case describes development of severe complications in a 30-year old female
patient with systemic sclerosis that was treated with D-penicillamine and prednisone. The patient also
caught respiratory infections. Nephrotoxic medications were administered for the infections. Recur-
rent pneumothorax with acute respiratory insufficiency, acute renal failure associated with uremia,
nephrotoxic syndrome, multiple bleeding erosions and ulcers of the gastrointestinal tract with anemia
developed. All the above complications were successfully cured.

Key words: systemic sclerosis, pneumothorax, respiratory insufficiency, acute kidney failure,
nephrotic syndrome, gastrointestinal bleedings.

Cuctemuas ckinepogepmusi (CCJI) siBasieTcsi CUCTEMHBIM 3a00JI€BaHUEM COEIHHU-
TEJIbHOW TKaHW C TJIaBHBIMU MOP(OIOTHYECKUM MpU3HAKaMu - GUOpPO30M COEIHHU-
TEJIbHOW TKaHU M OOJMTEPUPYIOLIEH aHTHOMATHU, PAa3BUBAIOMIMXCS HAa (DOHE UMMYH-
HOro BocnasieHusi. Bucuepanbsubie nopaxenus npu CCJl goctaToyHO MHOr0OOpa3HbI
U ONPENENSIOT XapakTep TeueHus: 0one3nu u ee nporuos [3]. IlopaxkeHnue nmoyvex siB-
JSeTCSl OAHUM M3 HEONaronpusiTHbIX (aKkTOPOB, OKA3bIBAIOLIMX BJIMSHUE HA BBIXKU-
BaeMocTb OonbHbIXx CCJI, oco0eHHO y mNauuMeHToB moxaydaBmux Jl-
nenuuuiaMud [4, 8]. 3meHenus nerkux oOHapyKMBarOTCA B BUjE 0a3aqbHOrO MHE-
BOCKJIEp03a, MHOT/Ia C KUCTO3HOU mepecTporkoi, (udpo3upyroiero ajibBeoInTa, Je-
FOYHOM TUIEPTEH3UU U aT3UBHOrO IieBpuTa [4]. B )Kenyq04HO-KUIIIEYHOM TPAKTE
Yalule BBISBISIIOTCA MOPAXKEHHUE IMHUILEBOJA, MOPAXKEHHUE KHUIIEYHUKA C HApPyUICHUEM
BCAChIBaHMS M NMPU3HAKAMU HENMPOXOJMMOCTH, a TaKK€ S3BEHHbIE mopaxeHus [7]. B
JTUTEPATYPHBIX UCTOUHHKAX MEPUOJUUYECKU MYOIUKYIOTCS CIy4au U3 MPAaKTUKHU, B KO-
TOPBIX OMKCHIBAIOTCSA HEOObIYHBIE BapuaHThl KinHuU4Yeckoro teueHuss CCJl u ee oc-
noxHenui [1, 2, 5].

MpbI npencTaBiasieM KIMHUYECKUW Cly4Yald KOTOPBIM, IO HAIIEMY MHEHHIO, MOYKET
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MPEACTABIIATH ONPEECIECHHBIA UHTEPEC.

bonpnas III. 30 net, xuTeapHUIIA OJHOTO M3 palOHOB 00JaCTH, MJIAIIINN Meapa-
OOTHUK, MOCTYIWJIA B peBMarToyiornyeckoe otaenenre OO0JacTHONW KIMHUYECKON 0O0JIb-
Huubl T.Kuposa 30.03.2000 r. JKanoObl Ha pe3Kylo ci1abOCTh, BHIPAXKEHHYIO OJIBIIIKY,
OCHUIJIOCTh TOJIOCa, 3aTPYJHEHHUE TJOTaHus, OOJIM B 3MUTracTpajibHON 007acTH, YII-
JOTHEHUE KOXXU KOHEYHOCTEH, TYyJOBHINA, JIUIA, CYXOCTh BO PTYy, OTEYHOCTh JIULA U
HU)KHUX KOHEYHOCTEH, TOIHOTY, NEPUOAUYECKHA PBOTY, YEpHbIA CTyn 3-4 pa3a B Cy-
TKHU.

BonbHOIl cebst cuutaeT okoio 8-9 MecsleB, Korja craja OTMe4aTb OHEMEHUE, IO0-
OslenHEeHHEe U 350KOCTh NajJbLEB KUCTEH, ycunuBaromuecs Ha xoyonae. [lo3xe npucoe-
JUHUJIOCH YIUIOTHEHUE KOKHM Ha KOHEUHOCTSIX M TYJIOBHIIE, MOSIBUIOCH OOJU U Orpa-
HUYCHUE JIBMKCHUN B CyCTaBax, 3aTPyJHEHHOE TJI0TaHKE, cl1aboCTh, moxyjena Ha 18
kr. B peBmaTtonornueckom otaenenue KupoBckoil 001acTHON KIMHUYECKONW OOJIbHU-
bl (OKTIOph - HOSIOPH 19991) mocne ob6cnenoBanust ObL1 BhicTaBieH auarHos: CCJI.
Huddysnas popma. [logoctpoe Teuenue, aktuBHOCTh Il cT. TIHEeBMOcKkiepo3. Kap-
nut. Ckaeponaepma. Cunapom Pelino. XpoHuueckas ckiiepojepMmuueckas Hedpomna-
tusi. I30darut. JIH Ict, XITH -0.

[Tonyuyana npeaHu30J10H 45 Mr/ CyTKH, KYpaHTWJI, aHTarOHUCTHI KaJIbIUs, (HE mepe-
HocuT uHruouTOpHl AlID), /I-nenuumninamud 450 Mr/cyTKy, BbIHUCAIACH C 3aMETHBIM
yIydllleHuEeM Ha MOJJep KuBarolieil ao3e npeanu3onona 20 Mr/CyTku ¢ peKoMeHJa-
OUSIMH TI0 €€ CHMXKeHMIo, U [[-nenununnamuna - 300 mr cytku. oma 12-14 mapra
2000r. y 60o1pHOM MOBBICUIIACH TEMIIEpATYpa, MOSABUIICS Kalllelib, OJIbIIIKA, Pe3Kas cia-
6octh. CocTosiHME OBLIO PACHEHEHO MECTHBIMH BpayaMM Kak MPUCOEAUHEHHUE ITHEB-
MoHud. [lo MecTy KUTeNbCTBA HavyaTa TEepanusi aHTUOMOTUKAMHU: TIEHUIUIIIUH U TeH-
tamunud 240 mr/cyt. Ha 3ToM one cTana mporpeccupoBaTh OABIIIKA, TOSIBUIUCH 00U
B JKMBOTE, MOSIBUJICA YEPHBIN CTYJI, HApACTadu OTEKH Ha JIUIE U KOHEYHOCTAX. CaHu-
tapHou aBuanuei nocraBieHa B KOKb peBmaronornueckoe otaenenue. CocTosiHue
IpHU NOCTYIUIEHUU Tsixkesnoe. Onapiika B nokoe -32 B 1 muH. KoxxHble MOKPOBBI LA,
IEW, TYJOBUILA U KOHEYHOCTEW YIIOTHEHBI, YYACTKU THIEP U JCUTMEHTALIUU, CYXHE.
OtedHOCTh NULA. 3aTPYIHEHHOE TIIOTAHWE, CUMIITOM «KHCETa» BOKPYT pra. B nerkux
Ha (DOHE KECTKOTrO NbIXaHUsi — CyXHUE€ XPHIIbI, CIIpaBa 3BYUYHbIC BJIaXXHBbIE, TaM K€ B
HIDKHE-JTATePANIbHBIX OTAENAaX JbIXaHWE HE MPOCHyIIMBaeTcs. TOHBI ceplua Mpuriy-
LIEHBI, CUCTOJMYECKUI IIIyM Ha BepXylike, nynbsc-102 B 1 MuH., aprepuanbHOE naBie-
Hue - 160 /110 MM. PT. CT., )KUBOT MATKUM NPU NajbHaluu OOJIE3HEHHBINH B AIUTACT-
pun. Ileuens yBenuuena Ha 1,5 - 2cM., 6e3001e3HeHHast. MaccUBHbBIE MATKHE OTEKHU Ha
HOTax, HUXKHeH nonoBuHe Tynosumia. uypes 300-400 mu/cytku. IlepeBenena B pea-
HAMalMOHHOE oTtnaenieHrne. CpodHO cAeflaHa TaCTPOCKOIMS: BBISBICHBI MHOXECTBEH-
HbIE KPOBOTOYAIIME 3PO3UU MHUILEBOJA U MHOKECTBEHHBIE SI3BBI KEIyAKA C MPU3HAKa-
MU KPOBOTEUEHUSI, 3p03uBHbIN OynbouT. Y3U nouek — audPy3Hoe usmMeHeHue napeH-
XUMBI IOYEK C yBeIUUYeHHEM uX pazmMepoB. Co CTOPOHBI MTEUECHU U CEIE3eHKH 0e3 0co-
oennocreil. B 6promrHoil mosoctu acuut. Ha OKI' - cuHycoBas Taxukapaus, HEIOJI-
Has 0JIoKaJa MpaBoW HOXKKHU Mydka ['mca. HapylieHue penospuzalu. AHAIA3 MOYH:
yaenbHbid Bec 1008, kucnas, 6enok — 16,6 r/n, neiikouutst - 10-16 B 11/3p., aputponu-
Tl 4-6 11/3p., cyTounslt quype3 — 350-400 mu. CyTounas nporeunypus 23,5 r/n. B
aHaJIU3€ KPOBU - JEUKOLMUTHI - 12,3x10°n, 3PUTPOLUTHI — 2,96x10"1, remorno6un
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— 68 1/1, TPOMOOLIUTHI — 448x10°1, COD - 75, B dhopmyie - numbonenus 10 8§ %.

buoxumuueckue mokazateiu KpoOBU - MOKazaTeiu (YHKIHMOHATBLHOI'O COCTOSIHUS
neuyeHu 6e3 ocoOeHHOCTEeN, KpeaTuHUH - 538 mMonb/i, (B HopMme 10 118), moueBHHA
56,4 (B Hopme 2,3 - 8 MMOJIB/1), 00K Oeok KpoBu — 36,8 1/11, xonecTepun — 6,96
MMOJIb/JI. DJAEKTPOIUTH B HOpMEe. CHUXKEHHE MapIUajIbHOI0 COJEPIKAHUS KUCIOpOoa,
TUIICPKAIHUS, YMEPEHHBIN allia03, carypanus kuciaopoaa 81-87%.

R-rpadus rpyaHoit kineTku: nmHeBMOTOpakc crpasa. Juddy3Hblil mHEBMOCKIEPO3.
[Ipu3Haku MeXKyTOUYHOTO OTEKa JIETKUX. BbLI BBICTABIIEH JIMATHO3: CUCTEMHAs CKIIEpO-
nepmus. Huddysnas dopma. [logoctpoe teuenue. AkTuBHOCTh 2 cT. CKileposepma.
O30¢arut. Cunapom Peitno. IlneBmonus H/monu cmpaBa. [IHEBMoTOpakc crpasa.
[TaeBmocknepos. Kapauockinepos3. OcTpass modyeyHasi HEAOCTATOYHOCTb, CTaJHs OJIU-
roypud Ha (oHE XPOHHMYECKOU ckiepojepMmuueckoi Hepomnatuu. Hedporuueckuit
CUHIpOM. MHOKECTBEHHbIEC SI3BbI KENyaKka. ODpo3UBHbIA 3030¢arut. KemynodHo-
kunieyHoe kpoporeuenue. Anemus III ct. JIH 3 cr.

JI-nenunumiamun 001bHON oTMeHeH. HavaTa Tepanusi, Bkitodaroniasi HeOOJIbIIue J10-
36l mpenHu3oioHa (30 Mr/cyTku), reMOCTaTHYeCKasl Tepamus - CBEXKE3aMOpPOKeHHas
miasma, JUIUHOH, aHTHUOUOTHKH - kiadopaH 2.0 cyTtku, omemnpazoi 20 Mr/cyTkw,
ajgpMarenb, KopuHpap - petapa, ructoauna B mHBeKIMsax 1000 mr, masukc mo 120
MI/CYTKH, SPUTPOLMTAPHAsT Macca, BBEJCHUE albOyMHHA, WHTAISLIHUU KHUCIOPOJA.
JlpenupoBaHa npaBasi IieBpaibHas nojgocTb. CocTossHrEe OOJBbHOW B TEUCHUU 7 THEH He
yiydmanock. COXpaHsSIuCh MPU3HAKH KETYJAOUYHO-KUIIEYHOTO KPOBOTEUYEHHUS, aHE-
MHUH, OCTPOU MMOYEYHOM U JBIXATEJIbHOW HEAOCTATOYHOCTHU. bbU1a mpoBeaeHa KOppEK-
1Msl Tepanuu - yBeJIUdeHa Jo3a crepousioB 10 120 Mr mpegHuzosioHa B/B, 100aBJIEH
muzonpocTosl 600 mkr/cytku. Ha 3ToM QoHe cocTosiHue CTajao yIydIlaThCs: YBEJIH-
e quype3 10 900-1000 M/ cyTKM, CHU3WINMCH IOKa3aTeld a30TeMHUH, IpeKpaTH-
Jach MeJeHa, Ha KOHTPOJIbHOUM R-rpaduu npousonuio pacrpaBiieHUE MPABOTO JETKOTO0,
OoJNbHAs CcTajla aKTUBHEE, YMEHBIIUIIOCH YIUIOTHEHNE KOKHU KOHEUYHOCTEW U TYJIOBUIIA.
17.04.00 r. HOYBIO COCTOSIHUE BHOBb YXYAILIMJIOCH, IIPY NOKAIIJIMBAHUU BO CHE YCHUJIIU-
Jachk ojpIiKa, cHkeHue AJl, obmas cimabocts. Ha R-rpamMe BHOBH BBISIBJICH ITHEB-
MOTOpakc cupasa. [locTasieH npeHax B IieBpajibHYO nouocTh. [lan kucnopoxa. Ilepe-
BEJICHAa Ha MpUEM MPeTHU30JI0Ha BHYTpb 60 mr/cyTtku. Uepes 3-4 Henenu SBJICHUS IO-
BTOPHOT'O MMHEBMOTOPAKCa KYNMUPOBAIUCH, COCTOSIHUE YJIOBJIETBOPUTEIBHOE, OJBIIIKA
coxpaHsieTcs Nnpu (PU3MYECKOW HArpy3kKe, HOPMAJIU30BAIUCH IMMOKA3aTEIU a30TEMUM:
kpeatuHuH oT 30.04.00 r. - 88 MMoIb/1, ModeBHHA 2,65 MMOJIB/J, BOCCTAHOBHUIIMCH
nmokasaTtesiu KpacHou kpoBu: I'emormooun - 104 r/1, SpuTpOUTH — 3,02X1012/J'I,
COD - 40-46 mm/uac, B ananuze Mouu yaenbHblil Bec 1007, 6emnok - 0,066 /1, neitko-
uuthel 10-12 n/3p, sputrpouutst 8-10 n/3p. Ha KOHTPOIBHON TacTpPOCKONUU SPO3UBHO-
SI3BEHHBIX MOPAKEHUN CIM3UCTOM KeNyJiKa, MUIIeBoAa U 12nepcTHOM KUIIKU HE BBI-
sBieHo. Jlo3a mpeanu3onona 40 Mr/HeAeno, B KauyecTBe 0a3uCHON Tepanuy Ha3Ha4YeH
MetoTpekcat 20 Mr/ Hemento B coueTaHuu ¢ kopuHpapom, kypantuioM. [lepenocu-
MOCTh Tepanuu xopoiias. B mae 2000 r Beimucana Ha amOyrnatopHoe jedeHue. [Ipu
MOBTOPHOM rocnutanu3auuu oceHbto 2001 r cocTosiHME BNOJIHE YJIOBJIETBOPUTEIIBHOE,
MPU3HAKOB KJIMHUYECKOU U J1aOOpaTOPHOM aKTUBHOCTHU 3abosieBanus HeT. [Ipomonxa-
€T MpUHUMATH npeaHu30Ji0H 10 mr/cyTku, metoTpekcar 10 mr/ Heneto, IPOJIOHTUPO-
BaHHbIE AHTOTOHMCTHI KaJIbI[Us, MEPEHOCUMOCTb YJOBJIETBOPUTENbHAs, MOOOUYHBIX
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NeHcTBUM mpenapaTa He BbIsIBIEHO. B Teyenuum nociegnux 10 jmetr HabimromaeTcs mo
MECTY KUTEIbCTBA U peBMaTONoroB KupoBckol 00J1aCTHOW KIMHUYECKOW OOJBHUIIBI
MPOJOJKAET MPUHUMATH MOAJEPKUBAIOILYIO Tepanuto. [lociennsas rocnuranu3anus B
peBMaTOJI0THYECKOE OTAeaeHUE B KoHIle HOsA0ps 2010 roga B cBsi3u ¢ 000CTpeHHEM 00-
JIE3HU.

[IpencraBieHHBI KIMHUYECKUM CIy4dyad HAIrJIAOHO JAEMOHCTPUPYET MOJIUOPTaH-
HOCTb MOPaXeHUs y 00JIBHON C CUCTEMHOU CKIIEPOJEPMUEN U PA3BUTHUE TSXKEIbIX, MO-
TEHIIMAIBHO ONMACHBIX IS KU3HU OCIIOXKHEHUM CO CIIOXKHBIM NaToreHe3oMm (Tad.), mo-
TpeOOBABIIMX AJIUTEIbHON MHTEHCUBHOM Tepanuu. PazButre ocTpoil nmoyeyHoil Hemoc-
TaTOYHOCTH y HAIlleW MaIMeHTKHU, OYEBUIHO CBSA3aHA C HECKOJBKUMU (PAKTOpAMU U HE
MOYET OBITh OOBSICHEHO TOJIBKO «OCTPOH aMHHOTJIMKO3UIHOM» HepomaTuei.

Tabmmua
OCHOBHBIE CUHIPOMBI, MPEIOIaracMple NPOBOLUPYIOLIUE (PAKTOPBI pa3BUTHUS
OCJIOKHEHUH U METObI UX KynupoBaHus y bonsHoi 111.

OcHoBuble kmuHnyeckue | [IpoBouupyronme | OcnoxxHeHUS Jleuenue
CUHJIPOMBI OOJIE3HU (haxTophI
[TaeBmoCKIEPO3, Pectimpatopnas | IIneBmoropakc, | JpenupoBanue mies-
KHCTO3Hasl MePECTPOii- uHpexIus, oCTpas JibIXa- |paJbHOM MOJIOCTH, UH-
Ka, XpOHUYecKas Kalllellb, TeJIbHasl Hel0C-| TallsIUU KUCI0pOoa,
JbIXaTeIbHast aKTUBHOCTH 00JIe3- | TATOYHOCTh | MOJABJICHHE aKTUBHO-
HEJI0CTATOYHOCTh HU cTu 060Jie3HU (CTEPOU-
JTb1)
XpoHUYecKas CKIECpO- Tokcuueckoe Octpas OtmMmeHna HePOTOKCH-
nepmudeckas Hedpomna- BO3JECHCTBUE roYyeyHas YECKHUX MpenapaTos.
TUS MEJIUKaMEHTOB HEJI0CTAaTOU- Crepoupl.
(JI-meHunuIIIaMuH, | HOCTh, a30Te- | MoYeroHHbie cpeJicT-
T€HTaMUIIMH) MUsl, aHEMUsI, | Ba. 3aMeCTHUTeNIbHas
HepoTuyeckuit| Tepamnusi anbOyMHUHOM
CUHJIPOM
Cxkaneponepmuueckas | [Ipuem crepounos, | Kemyaouno- I'emocTaTnuedeckas
aHruonaTus (MOpa>keHue a30TEeMHUsL. KHUIIIEYHOE Tepamnusi, 0JIOKaTOPbI
CIIU3UCTOM KEITyJOUHO- KpPOBOTEUYEHHUE, | MPOTOHHOI MOMIIBI,
KUILIEYHOTO TPAKTa) aHEeMUs H2-6nokaropsl, cunTe-
TUYECKHUE aHAJIOTU TIPO-
CcTarjiaHJuHa Ez, 3a-
MEeCTHUTEIbHAs Tepanus

OtuMu pakTOopaMu MOTYT ObITh MPEAIIESCTBYIONIAS XPOHUYECKAS CKIIEpOAepMUYe-

cKkasg He(dpomnatus, HapacTaHWE AKTUBHOCTH OOJI€3HM U TOKCHYECKOe BiHsHHE [l-

neHuuuiaMuHa. OTHOCUTENbHAsA 100POKaYEeCTBEHHOCTh TEUEHHsS U ObIcTpas oOpa-

THUMOCTb OCTPOU NTOYEYHON HELOCTATOYHOCTH, IIOCJIE OTMEHBI ITPENAPATOB, YKa3bIBAET

Ha BEYIIYIO pOJIb MEAMKaMEHTO3HOIO (DaKkTOpa B F€HE3€ OCTPOIl MOYEYHOM HeaocTa-

TOYHOCTHU [6]. PeunanuB mHEBMOTOpaKca BO3MOKHO OOBSICHUTH AKTUBHOCTBIO 00JIE3HU
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U rpyObiMU MOP(HOJIOTUYECKUMU HU3MEHEHUSMHU CO CTOPOHBI JIETKUX U IUIEBPHI, TaK
KaK TOJBKO MOCJE yBEJIUYEHUsS 103bl CTEPOUAOB ObLIA OTMEUEHA 3aMETHAsl MOJI0XKH-
TesbHasA TUHAMUKA. CII0KHOCTh CUTYyallH C TEPANUEN IPO3UBHO-SI3BEHHOIO IMOPAXKe-
HUS CO CTOPOHBI JKeNIyJKa, MUIIEeBOAa U 121nepCcTHON KUIIKKU Yy Halllel 00JIbHOM 3aKITIO-
yajach B HEOOXOIMMOCTH Ha3HAaY€HUs CTEPOUAOB JJIsl KYNHPOBAHUA OCTPOU MOYed-
HOW HEAOCTAaTOYHOCTU M AKTHUBHOCTH OOJIE3HU IMPHU COXPAHSIOIIEMCS KPOBOTEUECHHH.
OpnHako KOMIUIEKCHOE TPUMEHEHHUE OJI0KaTOPOB MPOTOHHOM nomnel 1 H, penenTopos,
CUHTETHUYECKOr0 aHaJIora mpocrarjaiauHa E U reMocTaTHYeKON Tepanuu MO3BOJIUIIO0
YCIENIHO CIIPABUTHCS U C ITOM 3a1aveH.

Takum o00pa3oM, NpeaCTaBICHHBIM KIMHUYECKHM Ciydaldl TOKa3bIBAET CIIOKHbIE
B3aMMOOTHOLIEHHs B TEUEHUH BUcLepasibHON natosoruu npu CCJl, ygacTuu sSTpores-
HBbIX ()aKTOPOB B BO3MOXXHOM Pa3BUTHUH TSKEJBIX OCIOXKHEHUU 00JIe3HU U Ipodiiem
CBSA3aHHBIX C UX JICYCHHUEM.
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