[paHynew
normnaHruy
(FpaHyne V

e




OnpepeneHune

[paHynemamo3 BezeHepa (IB) —| =
FMraHTOKNETOUHbIW rpaHyrneMaTo3HO-
HEKPOTU3NPYIOLLMIA BACKYIINT,
acCcoUMNPOBaHHbIN C BbIpabOTKON
ayToaHTuUTen (aHTUTEN K uMtonnasme i
HEMTPOUIIOB) N XapaKTePU3YLMNCA - = . ,
coveTaHHbIM BOocnannTenbHbIM ¥ ks
nopaeHNeM HECKOSbKNX OpraHoB
(4alle Bcero BEPXHUX AOblXaTerbHbIX
NyTEW, OpraHOB 3PEHUS N CIyXxa,
NEerknx n rno4exk).
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= [paHynematos ¢ nonuaHrumom (I'T1A) BcTpevaeTcs ¢
yactotomn npumepHo 1/25 000 yenosek; Hanbonee 4yacTo OH
OTMeYaeTca y npeacraBuTenen eBponeonaHoun pachbl, HO
MOXXET BO3HMKATb B Nt0OOON 3THNUYECKOW rpynmne n B nodom
Bo3pacTte. CpeaHnn Bo3pacT Havana 40 ner.

= [lpnynHa I'T1A HensBecTHa, XOT4 B pa3BUTUMN Yy4aCTBYHOT
MMMYHOJSIOrMYECKME MeXaHN3Mbl. Y OOnbLUNHCTBA OOMBbHbIX C
aKTUBHbIM reHepann3oBaHHbIM 3ab00neBaHNEM BbISIBMNSAIOTCS
aHTUHEUTPOMUIbHbIE LUUTONMIa3MaTUYECKMEe aHTUTeNa
(AHLA).




Vv
Knaccudoukaums

YTBepxXaeHHoM Knaccudukaumm B Her.

[narHo3 ['B yctaHaBnmBaloT Ha OCHOBaHUN KPUTEPUEB
EBponeinckon nuru npotme peematnama (EULAR),
MexgyHapoaHou neanaTtpuyeckon pesmMaToniorm4eckoun
opraHmsauum no KNMHNYeCKUM nccnenoBaHnsam
(PRINTO) n EBponeickoro obuiectsa AETCKUX
pesmartonoros (PreS) 2010 .




g Tabnuua 1 - [lnarHocTu4eckme Kputepumn rpaHynemMaTosa
BereHepa (EULAR/PRINTO/PReS, 2010).

Kputepum

1. NaTtomopdonorus

2. lNopaxeHue BepXHUX
AblXaTenbHbIX NyTen

3. lNopaxeHue ropTaHu,
Tpaxeu u BpoHXoB

4. lNopaxeHune nerknx

5. ANCA

6. lNopaxeHue noyek

OnpepeneHue

MpaHynemarto3Hoe BocnaneHue B CTeHKe apTepuu, NepusackynapHoOn unm
3KCTpaBaCKyNApHOW 30He

XpOHUYECKOE rHOMHOE UMY reMopparnyeckoe BocnaneHue nosocTu Hoca,
HOCOBbIE KPOBOTEUYEHUA, KOPKU, rpaHynemsi

Mepdopauua HOCOBOW NEperopoaku, ceanoBuaHan aedopmaumna Hoca
XPOHUYECKUIA UN PeLianBUPYIOLLIUIA CUHYCUT

3arnoTOYHbIA, TpaxeansHbi NNy OPOHXUANbHLIA CTEHO3

Y3anbl, NONOCTU UNU (PUKCUpOBaHHbIE MHMDUNLTPAaTLI N0 AaHHbLIM
PEHTreHONorn4eckoro unu KT-obcnenoeanua

Hanunune ANCA no gaHHbiM UMMYHOMNKOOPECLEHTHOIO UCCNeaoBaHua unum
NDA (MPO/p, PR3/c ANCA)

MpoTtenHypua > 0,3 r/cyT unu anbOymMuH/KpeatuHuH > 30 MMmonb/Mr B
YTPEHHEN NopuuM MO4YK

emaTypua Unm YUcrno 3puTPOLMUTOB > S KNETOK B None 3peHua
CHwkeHue knydoukoson counsrpauuu no popmyne Weapua < 50% ot
HOPMb!

HekpoTuanpyrLmnin nayyMmmMmMyHHbIA rmomepynoHedput

[uarHo3 rpaHynemarosa BereHepa ycTaHasnuBalT NP Hanuuyum no MeHbllen mepe 3 U3 6 Kputepues




" KnuHuyeckne nposiBneHns

Hadano 3aboneBaHnst MOXET ObITb MOCTENEHHLIM UMK OCTPbLIM; PpasBUTHE
MNOSTHOrO CneKkTpa NPOoSABIEHUN DOSE3HM MOXET 3aHATb rodbl. HekoTopble
bonbHble cHavyana obpauwlatoTcsl C NPU3HaKaMu NOPaXXEeHNT BEPXHUX N HMPKHNX
OTAENOB pPeCnMpaTopHOro TpakTa, No3gHee ¢ Xxanobamm Ha NoYkn. Y apyrmx
NaUnMeEHTOB OTMEYaETCA OTHOCUTENBHO OCTPOE Havano CUCTEMHbIX
NpOSABIEHNN, pa3BMBAETCA NMocriegoBaTenbHoe NnopaXeHne HeCKONMbKNX
OpraHoB N CUCTEM: BEPXHME OTAESbl PECNUPATOPHOrO TpakTa,
nepudepunyeckas HepaHas cuctema (MHOXeCTBEHHbIM MOHOHEBPUT
[MOHOHEBPUT MYNLTUMNEKC]), MOYKK (rMOMepPYNOHEeMPUT), HUXKHNE OTaENbI
pecnnmpaTtopHOro TpakTa (remopparuu, fierodHble y3nbl, NosIoOCTU UK NX
COBOKYMHOCTb).




" BepxHue oTaenbl pecrnmpaTtopHoro TpakTa:

= B6onu B obnacTtu NMPNAOATOYHbLIX Ma3yX, KPOBAHUCTOE UITN rHOMHOE OTAENSIEMOE.

= cnM3ncTasi obonoyka pbixnas, UMeeT rpaHynsapHY0 NOBEPXHOCTb (HanoMUHaeT
OynbiXXHY0 MOCTOBYH), YacTO BO3HMKAIOT U3bA3BMNEHUSA U nepdopaums
NeperopoaKMm.

= XOHOPUT XpSILLLEN HOCA C NMPUNYXNoCTbio, bonamMmn n 3anageHnemM CrMHKN Hoca
(ceonoBUAHbIN HOC).

= pPeunamBUPYIOLLINIA CUHYCUT, pedopakTEPHbIN K NIEYEHMIO aHTUBMOTUKaMN U
TPEDYOLLNIA XNPYPrUYECKOro NEYEHNS.

=  BTOPUYHbIE MHEKLMKN, OOYyCnoBneHHbIE, Hanpumep, Staphylococcus aureus.

=  M0OJACBSA304HbIA CTEHO3, BbI3blBasi TAkKME CUMMNTOMbI, Kak 00Mb B ropTaHu,
XpunoTa, ogblLllKa, CBUCTSALLEE AblXaHue 1 cTpuaop.




" CepnoBugHasa gedopmaumsa Hoca npu
paHynemartose c nonuaHrumtom (I'T1A)

Ha naHHon potorpadpmm nokasaH pacnag
nepeHocuLbl, BbI3BaHHbIN XOHOPUTOM
HocCa.




Yuiu:

OTUT,
CeHCoHeBparnbHas notepst cnyxa,
rOrTOBOKPY)XEHNE N XOHAPUT

nopaxatoTcsa cpefHee yxo, BHYTPEHHEE YXO, U COCLEBUOHbIN
OTPOCTOK.




" 'masa:

NOKpacCHeHMe 1Ma3 N OTEHYHOCTb.
BOCMNarieHme n HernpoxoamnmocCcTb HOCOCJIE3HOIO KaHarlla,
KOHBROHKTUBUT, CKITEPUT, YBEUT UJTN BACKYJTUT COCYO0OB CETHATKMN.

dopmMupoBaHMe BocnanuTenbHoro nHdunesTpaTa B peTpooponTansHOM
npocTpaHcTBe (NceBaoTYMOp OpOUThLI) MOXET Bbi3blBaTb MTO3,
KOMMNPECCUI0 3pUTENBHOIO HepBa U CNenoTy.

PaCI'IpOCTpaHeHI/Ie npouecca Ha rasoaBurartesibHbie MbllULbl MPUBOOUT
K Annsonnn.

[Tpn pas3BnTMN CepbE3HBIX CUMNTOMOB MOPaXXeHUN rrnas TpedyeTcs
HemeasieHHoe obcnegoBaHME U NneYeHne ans npegoTepalleHns
HeobpaTUMOWN NOTEPU 3PEHUSI.




Vv
[ paHynemartos ¢ nosiInaHrMmToMm (rnasHole
CUMMTOMBI)

[TpoNTO3 N 3NUCKNEPUT Yy NALMEHTOB C rpaHyremMaTo3oM n
nonunaHrumTom (I'TA). KT otobpaxaeT rmasHnYHbIN MHUNTPAT.




"HwxHne AblXaTteJibHbl€ MYTI.

BocnaneHne 6poHXOB MOXET BbI3bIBaTb
NOCTOOCTPYKTUBHYIO MHEBMOHUIO U
doopMmnpoBaHNE aTeNeEKTa30B.

EOVMHWYHBIE UMM MHOXECTBEHHbIE
NeroyHble y3rbl C MONOCTAMM Unn 6e3 HUX,
a TaKxKe rnapeHxmumaTto3Hble MHUILTPaThI
MHOr4a Bbi3bIBAlOT TaKne NposiBlieHns, Kak
Gonun B rpyaHON KNeTke, OAbILLKY, Kallenb C
MOKPOTOMW.

OpbiWwKa ¢ Hann4Ynem ABYCTOPOHHUX
NHPUNBTPATOB C KPOBOXapKaHbEM U 6e3

Features of Wegener's granulomatosis
He ro’ MO)KeT 6b|Tb M pM3Ha KOM Expert Reviews in Molecular Medicine 2005 Published by Cambridge University Press

anbBeONAPHOro KpoBOTEYEHUS N TpebyeT
HemeaneHHoro oocrnenoBaHUS.



Vv
[ paHyrnemaTo3 ¢ NoSINaHrMNTOM (JIeroYHble
CUMMNTOMbI)

KpynHoe nopakeHune nosiocTtu
NpaBoro ferkoro y nauneHToB
npu rpaHynemarose c
nonunaHrumTom (I'TA).




"Cepaue, ornopHo-aBuratensHas
cUcTeEMa, Koxa:

=  BO3MOXXHO pa3BUTUE ULLEMNYECKON
bornes3Hn cepaua, HoO 3TO NpoucxoauT
peako.

= 4acTO MOryT OTMeYaTbCs Muanruu,
apTpanrMm Unm He3pPO3NBHbIN
BOCMaNUTENbHbIA apTPUT.

=  BO3MOXHbI Nanbnupyemas nypnypa,
BbonesHeHHbIE NOAKOXHbIE Y3ribl,
nanynsl, ceT4yaTtoe NMBeao Unu A3Bbl.




Vv
HepBHaa cuctema:

BACKYNUT MOXET Bbi3BaTb NULLEMNYECKYIO
nepudpepunyeckyo HemponaTtuio, NopaxkeHms
rONOBHOIMO MO3ra U pacnpocTpaHeHne nopaxxeHuun
OT CMeXHbIX ydacTkoB. O4arn nopaxeHums,
BO3HMKAKOLME B NPNOATOYHbIX Nasyxax Unu cpeaHem
yXe, MOryT pacnpoCcTpaHATLCA HENOCPEACTBEHHO Ha
3arnoTo4YHOE NMPOCTPAHCTBO U OCHOBAaHME Yepena,
BbI3blBas HEMpONAaTUIO YepenHO-MO3roBbIX HEPBOB,
NPOnTOo3, HecaxapHbI ANAdET UM MEHUHTUT.




vV
[1lo4kn, BEHO3Haqa cuctema, apyrme
OpraHbi:

= pa3BMBaAKOTCA CUMNTOMbI U NPU3HAKK romMepyrioHedpuTa.
YacTo npucyTCTBYIOT M3MEHEHNS MOYEBOIO ocaaka 1 dbICTpoe
NoBbILLEHNE YPOBHA CbIBOPOTOYHOIO KpeaTuHnHa. B pesynbsraTe
MOTrYT BO3HMKATb OTEKN U rnnepTeH3nd. MoXeT pa3BuBaTbCH
YrpOXKatoLLNKU XKN3HN DbICTPO NPOrPECCUPYIOLLINIA
rmomepyrioHepuT.

= TPOM6O3 rnyboKnX BEH MOXET nopaxkaTb HUXXHNE KOHEYHOCTU, B
OCHOBHOM npwu aktueHom [TIA.

= WNHOrAa BocnarnunrtersribHbie rnpouecchbl NNOKarnm3yrTCA B MOJTOYHbIX
xXerne3ax, NMo4vkax, npep,CTaTeanoM xXerJriese Uinm Apyrnx opraHax.
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[lnarHocTtuka:

. PyTI/IHHbIe na6opaToprle TEeCTbl, BKITFOMa4d aHalin3 MO4un

=  Onpenenenne AHLIA
=  bBunoncus ons noaTeepXaeHUs anarHosa

[TIA ponmxeH 6bITb 3anogo03peH y BOMNbHbIX C XPOHNYECKOM
pecnmpaTtopHOn CUMNTOMATUKON HESAICHOW 3TUONOrMn (B TOM Yuncrie
OTUTOM Yy B3POCIIbIX), OCOBEHHO NPU HANU4YNKU NPU3HAKOB
nopaxeHusl B ApPYyrmx cCUCTemMax opraHoB (B NepByto oyepeab B
no4ykax), KOTopble TakXe yKasblBaloT Ha 9TO 3abosieBaHue.
BbINOMHAKOT pyTUHHbIE NAabopaTopHbIE TECTLI, HO Hanboree
cneumguyeckmne gaHHble moryT gatb onpeaeneHune AHLA n
buoncus.
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[lnarHocTtuka:

= Y 60onbLINHCTBA NALUMEHTOB C aKTUBHbIM 3aborieBaHneMm
oTMevaeTtcs nosbieHne COJI n cogepxaHua C-
peakTMBHOIo 6enka, CHUXeHUe YPOBHSI CbIBOPOTOYHOIO
anbbymMmnHa n obliero 6enka, aHeMus, TPOMOOLIMTO3,
crnabasi unu ymepeHHasi 3o3nHodunma. Hannume
N3MEHEHHbIX 3PUTPOLIUTOB UNN SPUTPOLMNTAPHBIX
LUWNMMHAOPOB B aHanm3ax Mo4Yn yKasbiBaeT Ha NopaKeHme
KrnyooukoB. MOXeT BbISABAATLCA NPOTENHYPUS. YPOBEHb
CbIBOPOTOYHOIO KpeaTuHUHA MOXKET ObITb MOBbILLEH.
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[lnarHocTtuka:

Mpu BoIiBNEHN AHLIA BbINONHAKT MMMYHOEPMEHTHOE UCcnenoBaHne Ans onpeaeneHuns cneunguyecknx aHTuTen.
Y 60onbLUMHCTBA NAaLMEHTOB C akTUBHbIM 3aboneBaHnemM nNpucyTcTeytoT untonnasmartndeckne AHLIA (wAHLIA) ¢
aHTuTenamu K npotenHase 3 (MP3). 3T n3aMeHeHna B COMETAHNN C XapaKTEePHbIMU KITMHUYECKMMU NPU3HaKaMK
yKkasbiBatoT Ha [TIA.

AHLA moryT ObITb 0O6Hapy>XeHbl U Y HEKOTOPbIX NAUUEHTOB C ApyrMMmn 3abonesaHnsmn (Hanpumep, 6aktepmanbHbIM
9HOOKapANTOM, KOKanHOBOW 3aBncumocTtblo, CKB, amebuasom, Tybepkynesom). iccnegoBaHus ansa peagkux
3aboneBaHunn YacTo AatloT JIOXKHOMNONOXUTENBbHbIE Pe3ynbTaTthl, €CIY OHW Ha3HavalTCa ANna obwen nonynauuum, u
AnarHoctnyeckasi LeHHOCTb MOMOXUTENBHOIo pesynsraTta ans tecta Ha AHLLA coctaBnsieT okono 50%. Moatomy
TectTupoBaHne AHLIA gomkHO npoBoauTCA NnaumeHTaMm, Yy KoTopbix npetectoBas BeposTHOCTb Hannuus [MIA (GPA) nnu
apyroro AHLLA-accoummnpoBaHOro BackynuTta aBnseTcs no KpanHen mepe yMepeHHO BbICOKOW (Hanpumep, naumMeHTam ¢
anbBeONAPHbIM KPOBOTEYEHMEM, IMTOMEPYNOHEPUTOM UM MHOXKECTBEHHBLIM MOHOHEBPUTOM U APYrMMU NpU3HaKkamm
MUKpPOCKOMNU4eckoro nonuanrimta unum MIA).

MonoxutenbHbin Tect AHLA He ncknoyaeT MmkobakTepuanbHble U rpnbkoBble HAEKUMK. [1o3ToOMy naumMeHTbl C
AHLUA-nonoxumtenbHbIMN pedynstataMmn U MOSIOCTHLIMU NOPaXXeHUSIMU NErkux no-npexHemMy HyXxaarTcs B
BpoHXxocKkonMM, NoceBax N Apyrnx Tectax Ha Tybepkynes u rpubkoBble MHMeKkunn. [nsa Bbibopa ganbHenLWwero iedeHuns
TecT Ha AHUA (TuTtp) He TpebyeTcs. B nepnog pemnccun cogepxkaHne AHLLA MoXeT NoBbILWAaTbCA, U HEeraTUBHbLIN paHee
TECT MOXET CTaTb MO3UTUBHBLIM. Y HEKOTOPbLIX U3 3TUX BOMbHLIX CUMMATOMATUKA HE peunamBupyeT. Y pyrux yepes
HEeCKOrbKO Heaenb, MecAaueB Uiv netT BO3HUKAeT peunams Unu yxyaleHue.
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[lnarHocTtuka:

= [lo BO3MOXHOCTU aAngd noaresepXxaeHua auarHosa [T1A cnenyet
BbIMOSTHUTb Brnoncuto. KNMHNYEeCKN naTtonormvyeckne y4actkm MoryT
noaseprartbcst bnoncum nepsBbiMn. broncmns noBpexaeHHOW NEro4yHom
TKaHW ¢ HanborblLUEN BEPOSITHOCTbLIO BbISIBUT XapaKTepHble NPU3HaKW;
OTKpbITas TOopakoToMuUa obecneunT Hannydwmn gocTyn. BeINonHAT
noceB OnonTaTtoB NErkux Unn NpuUaaTodHbIX Nasyx Anst UCKNYEeHNd
nHpekumn. Ecnun noveyHas bmorcma ykasbiBaeT Ha CriabonMMYHHbIN
HEKPOTMYECKMIN O4aroBbIn ceprnoBUaHbIN NN HECEPNOBUAOHLIN
rIIOMepyrioHeMPUT, TO 3TO ABMAETCH CYLLECTBEHHLIM NOATBEPXKAEHNEM
avarHosa. Pesynbsratbl 6MoncmMmn pasnmyHbiX TKAHEN MOTYT TakKxXe
npenocTaBnATb MMCTONOrMYECKY0 MHOPMaLMIO, KOTOPasa NMOMOXET B
Ha3Ha4YeHUN garbHenWero nevyeHna (Hanpumep, pubpos Noyek).




4
JleyeHue:

Ona vHaOykumMnm peMmuccumn Bhnepsble anarHoctupoBaHHoro CB Menkmx n cpegHux
pekomMmeHaoBaHo neyerHune K B couyetaHum ¢ umknodocdammaom nnm putykcumaoom.

Linknodpocdamua HazHayaoT B BUAE BHYTPUBEHHbLIX MyNbCOBbLIX MHY3u no 15 mr/kr
Maccel Tena (He bonee 1,0) yepes 2 Hegenun 1-3 pasa, ganee Kaxable 3 Heaenu.

Rp.:Cyclophosphamidi 0,2
D.td.N.5

S. BBoauTb BHYTPUBEHHO KanenbHO B pa3oBon Jo3e U3 pacdeTta 15 mr/kr macchbl
Tena, NnpeaBapuUTeNbHO PaCTBOPUB CoAepXXnmoe Kaxaoro dnakoHa B 10 mn Boabl

Ans MHbeKUMin, 3atem goeeaa oo obuiero oobema 250 mn 0,9% pactBopom
HaTpua xnopuaa.

*MpumevanHne.3a 2—4 4vaca OO0 BBeAeHMs UMKNogochammaoa npoBoAUTCHA
nHpy3unsa 1000mn 0,9% pacTeopa HaTpusa xropuaa B TedyeHme 14aca. lNocne
npoeBeaeHnsa MHQYy3um npenapatoMm HeobxoanMmo BbiNUBaTb HE MeHee 1 N

XWOKOCTU Kaxable 6—8 yacos, B nocneaytowme 24 4yaca 4acto ONOPOXKHATL
MO4Y€EBOM NY3bipb




4
JleueHue:

JleueHne uuknodpocchamugom npogormkarotT 3—12 mecaues. bornee
ONUTENbHbIM NPUEM Mpenapara acCouMnUpPyeTCHa C BbICOKOW YacTOTOM
Pa3BUTUS HEXeNaTErNbHbIX NEKAPCTBEHHbIX peakuni, B NepPBYIO
oyepeab MHMEKUMOHHbIX. Ona npodunakTuku UHGEKUUn
Pneumocystis jirovecii gnutenbHO HasHa4yaroT cyfibdpameToKcason+

Tpumetonpum (bucenton) 160/800 mr yepes aeHb unu 80/400 mr B
CYTKU

Rp.:Tabl. Sulfamethoxazole/ Trimethoprim 0,08/0.4 N. 20

D.S. lNpuHumate BHYTpL MO 1 TabneTke 1 pa3 B AeHb Nocrne eabl, 3anmBas
OOCTaTO4YHbIM KONTMYECTBOM XXUAKOCTU, OASNUTESBHO.




4
JleueHue:

IleueHne uuknodochammgom covetatot ¢ 'K (komOnMHMpoBaHHas
Tepanus).

Rp.:Methvylprednisoloni 0.25
D.t.d. N. 12

S. BBoanTb BHYTpUBEHHO KanesibHO B TeveHue 30-60 MUHYT B pa3oBomn 403e U3
pacdeTta 15 Mr/kr maccbl Tena, NpeaBapuUTeSibHO PacTBOPUB COOEPKUMOE
KaXkgoro n3 4etblpex priakoHoB B 4 Mn BoAbl ANs MHBbEKUMW, 3aTeM OoBens
o obuwero obbema 250 mn 0,9% pacTtBopom HaTpus xnopuaa*. BeegeHue
npenapara OCYLLUEeCTBAT OQHOKPATHO B CYTKM B TeyeHue 3
nocriegoBaTenbHbIX AHEN.

*Mpumeyanne. PactBoputenem nModunm3nMpoBaHHOINo MopoLUKa MOXET
6bITb 5% pacTBOpP AEKCTPO3HbI.




4
JleueHue:

C 4-ro gHa nepexogsaTt Ha NpuUem npeaHn3onoHa BHYTPb U3 pac-4eTa 1
Mr/Krmacchbl TenaB CyTKU, HO He bonee 80 wr.

Rp.: Tabl. Prednisoloni0,005 N. 100

D.S. lNpuHumaTh BHYTPbL MO 12 TabneTok exxeaHeBHO B 7 YacoB yTpa* nocre eabl Ha
NPOTSKEHUN HE MeHee 4 Heaenb, 3aTeM 403y nNpenapara HeobXoaNMMO CHUXaTb
Ha1/4Ttabnetkn B 7—10 gHen 0o AOCTMXKEHUS nogaepxusatowen gosbl (10-15
mr/cyT). TabneTtkn npenaparta Heobxoanmo 3anueatb 0,5 cTakaHa BoAbl.

*Mpumeyanue. CyTtouHyto aosy 'K B Hauyarne nevyeHna cnegyet pasgennTb Ha
2 npuema (%sCyTovHOM 003kl YTPOM 1 V3B 00en), npeanovTuTensHo ao 12
4acoB, 3aTeM NO BO3MOXXHOCTW NepeBecTn Ha O4HOKPAaTHLIN Npu-emM B
paHHMe YyTPeHHMe Yachl
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Cnacunbo 3a BHMMaHue!




