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OnpeneneHune

Capkonaos - CUCTeMHOe
BOocnanntenbHoe 3aboneBaHue
HEeMn3BeCTHOMU 3TUONOTUMN,
XapaKTepumaytoLlieecs
obpa3oBaHMeEM
HeKa3endmnumpyoLmnxcsa
PAHYNEM, MYAbTUCUCTEMHbIM
nopa*keHnem PA3/INYHbIX
OpraHoB W aKTuBauuenm T-
KNETOK B mecTe
rPaHyNEMaTO3HOro BOCMaNeHUA
C BbICBOOOXKAEHMEM PA3/IUYHbIX
XEMOKMHOB U LUTOKNHOB.

Enlarged
lymph nodes

Granuloma
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ITNONOTMUA

» PaKkTopbl PUCKa Pa3BUTUSA
CapKouao3a OKOHYaTe/IbHO  He
YCTaHOB/IEHbI.

»Pelwatowyto ponb B Pa3BUTUM
3aboneBaHmnA urpaet BO3AENCTBUA
bGaKTOPOB OKpYyKatoLen cpeabl Ha
reHEeTUYECKN NpPeapacnoNOXKeHHbIN
OpraHmn3m.

» Ponb reHeTnYyeckmnx ¢pakTopoB NOATBEPHK AT C/ydau
CEMENHOro capKkounaosa.



[laTOreHe3 nopaXkeHna cepaua

» AktnBaums CD4+ T-numooumtos (Thl-tmn L

OTBETA).

»BblpaboTka UMTOKMHOB: IL-2, IFN-y, TNF-a s

» AKTUBaUMA makpodaros - popmuposBaHue

HEeKa3eo3HbIX rpaHyNEéM B MUOKapae. —
PR

"[paHyNEMbI NOKANU3YIOTCA:

- B MEXKenyago4KoBOM neperopogke
- B CTEHKE JIEBOTO XKenyao4Ka

- B NPOBOAALLEN CUCTEME CepaLa

="COCTOAT U3:

- ANUTENIMONAHbIX KNETOK

- TMFAHTCKNX KneToK MNMuporosa—/laHrxaHca
- iAMmooumTOoB

[paHy/nEéMaTO3HOE BOcnaneHue B obnactum
NPOBOAALLEN CUCTEMbI Bbl3bIBAaET HapyLLUEHNE
NPOBOANMOCTU, NPUBOAUT K AECTPYKL MM
KapAMOMMOLMUTOB, 3aMeLLEHUNIO
BOCMa/INTENHbHbIX 04aroB pubposom u
PA3BUTUIO ANNATALMOHHOM KapAMOMUONaATMK
—> XPOHUYECKOU cepaeyHON HeaOCTaTOYHOCTH



2Nnaemmnoanorua

Capkonao3 BCTpeyaeTcaA BO BCeEM  MUpe, NoparKaeTt
npeacrasutesnien oboero nosna, BCeX pac uM Bo3pactos. B
Mockee no gaHHbiMm Ha 2012 roa COOTHOLWIEHUE MYXKUYUH U
EeHLWMH coctasmno 1:2,8, cpeaHUM BO3PACT MYKUYUH bbin 42
roga, a XeHwMH — 53 ropga. PacnpoCTpaHEHHOCTb
capkonpaosa cocrtasnana 2,85 Ha 100 Tbic. HaceneHuAa cC
konebaHmamm ot 8,2 no 1,8 Ha 100 Tbic. HaceneHusa no
aAMUHUCTPATUBHbIM OKpPYram CTo/inubl.

Cpean naumeHToB C CUCTEMHbIM CapKounao3om ~5% mmeroT
CUMNTOMbI KapAuanbHOro capKouao3a, B TO e Bpems

JaHHble  ayToncumM WU pe3ynbTaTbl  MCCNEA0BAHUN
C NPUMEHEHNEM BU3Ya/IN3NPYIOLLNX MeToAUK
CBNOETENbCTBYIOT o) 3HauYnUTeNbHO bonbLien

PaCNpoOCTPaHEHHOCTU CV6KI’IVIHVN€CKOFO KapaUnoCK/1epOo3a.



RANHNYEeCKaAa KapTUHa

1. ChabocTtb, yromnsaemocrtb
2. OablwKa
3. bonb u guckomeopT B rpyAHON KNeTKe

4. Kawenb 06bI4HO cyxoi 1 obycnoBneH yBeanyeHnem BHYTPUTPYAHbIX
MMM aTUYECKMX Y3N0B U Pa3aparKeHNem CapKoUAHbIMU rpaHynEMamm
HEePBHbIX OKOHYaHUN B CTEHKAX AblXaTe/NbHbIX NYTEN.

5. JluxopapKa xapakTepHa Ana OCTPOoro te4eHmna cnHapoma JIéprpeHa nau
cMHApoMa XeepdopAaTa-BanbaeHCTpEma, HO BO3MOXKEH U AJINTENIbHbIN

cybpebpunurer.
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6. CyctaBHOU cuHApOM. [TpoaBaseTcs
OTEKOM M 60NeBbIM CUHAPOMOM B
ro/1I€HOCTOMHbIX CycTaBax, B NanbL,ax
PDYK U HOT, pexke — B APYrux cycrasax,
B TOM YMCae B NO3BOHOYHMUKE.

7. CHMUXKeHue oCcTpOoTbl 3peHua u/mnu
3aTyMmaHUBaHUeE 3PEHUA.

8. Hesponoruueckue anoboil.
[TaTOrHOMOHMYHbIM CYMTAETCA Napanny
benna.

9. NMopaXxXeHue KOoXKU. Y3/10BaTanA
3puTema, baAWwKM, makynonanynesHbie
nameHeHwus, lupus pernio
(«03HOBONEHHaA Bo/MaHKa»), pybLoBbIN
capKounaos.

10. AuckomdopT B 0bnacTu cepaua,
ceppuebueHue unu bpagukapaus,
owyuieHue nepeboes moryT 6bITb
NPU3HAaKOM FPaHyN1eMaTO3HOro
nopa*keHus cepaua.




[lpoABNEHMNA CapKonao3a C
nopaXeHnem cepaLua

1. HapyweHne npoBOANMOCTHU

- AV-6s10Kapga

- bnokapa HoXeK ny4kKa [nca

2. Renyno4yKosble apUTMUMN:

- enyaoykoBaa TaxuKkapauAa

- Pnbpunnnaumnsa }xenyaoykos

- rKenyno4ykoBaAa 3KCTPACUCTONUA _ |
3. CepaeyHas HeAOCTaTOYHOCTb T——
5. BHe3anHaa cepaeyHaa cmepTb

6. BoamorxkHoe beccumnTOMHOE TeYeHme




Koraa 3anoao3puTb NOopa*KeHue
cepaua??
CapKonaos +
HeobbAcHMmana AV-6s10Kaga < 60 net
MenyaoyKoBble apUTMnm

CHu»eHune OB /1K

Pe3ncTeHTHOCTb K CTaHAaPTHOM
KapaunoTepanuu

Hannumne reHepanmsoBaHHOro npouecca



J1narHOCTUKa

JlTabopaTtopHble meToApbl:
e AMNO®

* BNP/NT-proBNP
MHCTpYMEHTa/ibHble MeTOoApbI: 3. ChopmupoBanKan HewexpoTUIMpYIO-

Hynema, CoOCToAuwan 3 MNNoTHOro CKON-

NMUTENMONAHDLIX Makpodaros M ruraMT-

Y aKr eToK pasnunuHon mopdonorum (MMKpo-
ibrRa, oKpacka remMarokCMIMHOM U 3031
20).

* XonTep-mOoHUTOPUpPOBaHUE o
* IxoKI
* MPT cepaua

* 18-pTOP-2-AE€O0KCUTNIOKO3a [ o
ﬂO3MTpOH HO-9MUCCNOHHAA MN3T cepaua c 18F-PATl: naumeHT 1 A —

TOMO rpa(I)[/m MCXOAHbIe AaHHble, B — npu3Haku
aKTMBHOCTM BOCNAAUTENbHOTO MPOLLECCa Ha
* buoncusa POHe NleveHna rMIOKOKOPTUKOCTEPOUAAMM

B Te4eHune 6 mec.;



[lnarHocTnyeckme Kputepumn capkonaosa cepaua (The
Japanese Ministry of Health and Wellfare, 1993)

[MCTONOrMYECKNI KpUTEPUA

*  DNUTEANOUAHO-K/IETOUYHbIE rpaHynemMbl 6e3 Ka3eo3a
B buonTtatax MmmokKapaa

KAnHnyeckmn Kputepumin

Mopdonornyeckasa BepndpuKkaumna sKCTpakapanaabHOro
capkomnaosa + Kputepuii (a) n He meHee 0aHOTO
Kputepusa (6)-(a) (N0 KOMNOHEHTY KaxKaoro Kputepus):

a) nonHas 6,10KaAa NPaBOM HOXKKM Ny4dKa l1ca,
AB-610Kaaa, OTKIOHEHME SNEKTPUYECKOMN OCU cepaLua
BNEBO, ¥eNnyao4ykoBblie aputmmu (knacc Il n Bbiwe no
JlayHy), natonormnyeckue 3ybubl Q, U3MeHeHMUA
cermeHTa ST n 3ybua T Ha IKT;

6) ANCKMHE3MA, NOKaNbHOE UCTOHYEHME
CTeHOK, gnnatayna JIXK npu IxoKrl;

B) AedeKTbl nepdy3nm Npu cUUHTUIrpadumn c
201TI-xnopnaom A NOBbILWEHHbIN 3aXBaT MUOKApPAOM
67Ga-uutpaTta n 99mTc-nupodocdaTa;

) HapylweHnA BHYTPUCEPAEYHOIO AABNEHUA U
COKpaTUTENbHOU PYHKLUMNM NPU KaTeTepm3aumm cepaua;

) KnetoyHaa nHeumabtTpauma n pubpos B
buonTtaTtax MMoKapaa

IAYOCLINK



IwnarHoctnyeckune Kputepuun RC, npeanoKeHHble
KoHceHcycom skcnepTtos HRS (2014)

[NMpepnoxeHo 2 noaxona K aAnarHoctuke KC

1.M'mctonornyeckmin | YctaHaBAMBAETCA HA NPU BbIIBIEHUM HEKA3€03HbIX FPaHY/1eM MPU FTMCTO/IOTMYECKOM

AMNArHo3 Ha nccnenoBaHMM TKAHUM MMOKapAa
OCHOBaHUMU NPW OTCYTCTBMW aNIbTEPHATUBHbLIX MPUYMH (BKIOYAA OTPULATENbHbIE Pe3yabTaTbl
6uoncum OKpPACKM Ha MMKPOOPraHM3Mbl,

MMOKapaa eCcnm NPMMEHNMO)

2. KnnHn4yeckumn AwvarHos KC BepoAaTteH, ecau:

AMNArHo3 Ha (a) meeTcAa rmcTonornyeckoe NOATBEPKAEHME SKCTPAKapAMabHOIO CapKkomao3a U
OCHOBaHUMU (b) 1 nnn 6bonee 13 cnepytoWNX NPU3HAKOB

WHBA3MBHbIX — MONOXKUTENbHbIM OTBET KapanomuonaTum nnm AB-610Kaapl Ha Tepanuto

N HEMHBA3UBHbIX cTepongamm

nccneaoBaHNM /AN UMMyHoCynpeccaHTamm

— HeobbACHMMOEe cHuMxeHne OB JTK <40%

— HeobbACHMMAsA ycTonumBaa (CNOHTaHHaA AN HAYUMPOBaHHaA) KT

— AB-6n10Kaaa BTOpOM ctenenn Tuna Mobuty, [l nam Tpetben cteneHmn

— (parmeHTapHbIN 3aXBaT N30TOMA Ha cNeuMann3npoBaHHOM KapamanbHon FDG-PET
(B xapakTepHon ana KC maHepe)

— rnosaHee ycuneHue c ragonmHuem Ha MPT

— NO3UTMBHbIN 3axBaT rannusa (B xapaktepHon ana KC maHepe)

(C) MHbIE NPUYNHDBI KapAWaNbHbIX NPOABAEHUIA PE30HHO UCKAIOYEHDI




[NnarHoctnyeckue kKputepun KC, npeanorkeHHble ANOHCKUM
ObwecTBoOM
no KposoobpatieHuto (Japan Circulation Society, 2016)

KnnHnyeckmne npmnsHakm KC oueHnBaOTCA Ha OCHOBaHUM 601bLIMX U MaJibiX KPUTEPUEB.
1) 2 n 6onee n3 5 6onblnx Kputepmnes — ot (a) go (e)

2) 1 60nblION + MUHMMYM 2 13 3 MasblX KpUTepmes

* bonbline Kputepuu:

(a) AB-6:10Kaga BbICOKOM cTeneHU nnu gpaTtanbHas KenyaovykoBasa aputmms (Hanpumep,
YCTOMYMBAA KeNnyaouykoBaa Taxnmkapama nnm Gnbpunnauma Kenyao4vKkos)

(b) BazasibHOE UCTOHYEHME MEXKIKENYI0YKOBOM NEPEeropoaKn Uam NaToNorMyeckas aHaToMums
CTEHKU KenyaoyKka (aHeBpu3ma Kenyaouka, ICTOHYEeHMe cpeaHer nnm sepxHein yactu MK,
PErmoHabHOE YTONLEHUE CTEHKM KeNyao4Ka)

(c) CHuxKeHHas ®B JTIK (<50%) nnm permnoHasnbHoe HapyLLEHNE COKPATUMOCTH

(d) MaTonornyeckoe HakonseHUe nsotona npu 67Ga unuTpaT cunHTUurpadmum nam GAr-N3T
(e) OTcpoueHHoe (no3aHee) yeuneHue Ha MPT ¢ ragonmHmnem

*  Manble Kputepuu:

(f) OKT: »kenynoykoBble apUTMUKN (HEYCTONYNBAA Keya0o4yKoBaa TaxmKkapama, MynbTUdoKanbHas
WKW YacTan KeyaouKoBas aKCTpacuctonma), 61oKkaabl HOXEK Ny4yka [1ca, OTKIOHeHMe
3NEKTPUUYECKON OCK UAKN NaToNornyeckue 3ybubl Q

(g) Nepdy3roHHbIe AedeKTbl Ha NepdPy3UOHHOM CUUHTUTPAadUN MUOKaAPAA

(h) SHaommoKapananbHaa buoncua: MoHoUUTapHaA MHPUABTPALMA U YMEPEHHbIN UK
TAXENbIN MHTEPCTULMANBbHBLIN GUBPO3 MMOKapaa



[locTpoeHne AgnarHosa

1 JlTokannsauusa (nepeuncnatoT opraHbl U CUCTEMbI, MOPAXKEHME
KOTOpPbIX ANArHOCTUPOBAHO B Npouecce obcneaoBanma). Mpwu
NNErOYHOM NOKA/IN3aLMM YKa3bIBAOT NyyeByto ctaauto O-1V.

2. AKTUBHOCTb

(0 cTteneHb (He aKTUBHbIN) — becCCMMNTOMHOE TeYEHUE, OTCYTCTBUE
NabopaTopHbIX NPU3HAKOB BOCMNaNeHUs;

1 crteneHb (aKTUBHbIN) — HaNNYUE KIMHUKO-NAbOPaTOPHbIX
NPU3HAKO BOCMaNeHMA, NPU HaANYUU NOJTHOU KIMHNYECKOM
KapTUHbI BMECTO aKTUBHOCTM MOTYT ObITb YKa3aHbl KCUHAPOM
JIEprpeHa» nnm «cuHapom Xeepdoparta-BanbaeHcTpéma.

3. TeyeHue: ctabunbHOE, NpoOrpeccupyrollee, perpeccupytoLlee,
obocTpeHune, peunans.

4. OcnoXHeHuna: PyHKUMOHabHaA HeA0CTaTOYHOCTb (YKa3biBaeTca
NOpPa*KEHHbIM opraH) U/Mam cTommkme CTPYKTYPHbIE USMEHEHUS
(pnbpO3, KaNbLUUHALMA, KACTbI U T.M.).



JleyeHune

dapmaKoIorMyeckmnii Knacc Mpenapartbl

KopTukocteponabl cuctemHoro aencrema | NpegHMU3010H

MeTunnpeaH1U30N0H
AHTUMETA0OINTDI MeToTpeKkcar
NmmyHoaenpeccaHThbl A3aTnonpuH
XNOPOXUH
MAPOKCUXTOPOXUH
MwukodeHonata modetTun
NednyHomupg,
LUnknodochamma
NHrimbuTtopbl paKkTopa HEKPO3a OMyX0u MeHTOKCMIUANNH
anbda (PHO-anbda) NHPAnKcnmab
Apannmymab
HecteponaHbie npoTMBoBOCNaAnTeNbHble | MHAOMETaUMH
N NPOTUBOPEBMATUYECKMNE NpenapaTbl AnknodeHak
(npn Hannymm 6oneBoro cMHAPOMA) NéynpodeH
Humecynupg
ITOPUKOKCHD
NHriMbunTopbl NPOTEUHKUHA3DI HuHTeaaHmnob

ButamuHbl Anbda-Tokodepona auetaT (BuTamuH E)




OUeHUTb NPOTAXKEHHOCTb U TAXKECTb CapKOUA03a

: AL lNospemaeHue opraHa/ cepbésHbie Kanobol
CuHppom JlédrpeHa, nnm E p i

caprouaos bes
NoBpeXaeHUA OPraHos U

CEPDBE3HBIX OCNOKHEHUN Tepanua nepeoit nnHmum: CITKC

. _ HeagexsaTtHblit otBeT / HenepeHocumocTb /
*aarb n HabnoaaTh. ANMTENbHOE NeveHne

CumnrTomaTu4yeckas
Teparnusa, ec/in HYXHO.

BuT.E, neHTokcupuant Tepanua BTopoit AmHum: MTT/A3A /NED / IXX + CTKC

BKQHEPHMEHTEHEJHE‘H Tepanwua: DHTYH(;HMEE HeaneneaTHbiK II:)TBET,,IFI HenepeHoCUMOCTb
Tepanldﬂ TFI’E'TbEﬁ NHHKMM
HeaaekBsaTHbiii oTeeT / HenepeHoCHMOCTD
: Uudnmrcumab/Aganumymad +MTT/CTKC




KAnHn4Yyeckmnim cnyyan

NauneHTKa K., 48 net, cumtaet ceba 6o1bHOU C
nexkabpa 2013r., Koraa NOABUIUCH Kanobbl Ha
CYXOM Kawenb. [Mpu BbINONHEHUM
peHTreHorpadum ONK B mae 2014r BbisBNEH
MHTEePCTULMNANbHbIN NpoLuecc B nerkux. C
07.05.14r. no 22.05.14r. npoxoaunna neyeHue B
TOopaKanbHOM oTaeneHumn, [13: Capkonaos,
13.05.14r. buoncua a/y3nos cpepocteHus, M3
oT 19.05.14r. Ne 92552-55 - capkougHble
rpaHy/embil.



[MpuHUMana: npeaHn3onoH 60mMr. no cxeme, 40 NOJIHOW OTMEHbI JIETOM
2015r. B panbHenwem npuHMUMana noaaepKMBatoLLyo A03MPOBKY
MeTUANPeaHN30/I0Ha 8 MI CO CHUXeHuem go 4 mr. [pu ero
CAaMOCTOATE/IbHOM OTMEHE bblna oTpuLaTeNbHasA PEHTIEHONOTNYECKan
AMHaMMKa, N0 NOBOAY Yero Heo4HOKPATHO MoJiyyana ievyeHue.

B 2022r. 6bi1n1 Ha3HavyeH meToTpeKcaT 20 mr 1 pa3 B HeAeNto, KOTOPbIN
6onbHasA NPUHMMANA Ha NPOTAXKEHUN 6 MeCALLEB, KOrAa BO3HUKAM
NnoboyYHble ABNEHUA B BUAE TPEBOXKHO- AENPECCUBHOIO PAaCcCTPOMCTBA,
ronoBHoM 6011, NaHMYECKMX aTaK, boIbHaA CaMOCTOATE/IbHO OTMEHUNA
npuem npenapata. B 2023r. ctana oTmeyaTb BblpaXKeHHble 6011 B CyCcTaBaX,
No3Xe NoABUINCL NOAKOXHbIE MHOUALTPATLI HA NPeanAeYbAaAX, KUCTAX.

C oceHun 2024 camoCcToATENNIbHO OTMEHWU1Aa METOTPEKCAT, TaK KaK BHOBb
NOSABUNOCH TPEBOXKHO-AENPECCMBHOE paccTponucTo. Ha poHe neveHus
MeApPOoSIOM UMEET MECTO NONOXKUTENbHAA AMHAMMKA, B BUAE yaydLlleHUs
KJIMHUYECKON CUMNTOMATUKU, NCHE3HOBEHME NOAKOXHbIX MHOUNBTPATOB,
NpoAo/IKaeT NPUHUMATb Meapon 4 mr.

B TeyeHMM nocneaHnx 2x NeT oTMeYaeT yXyALeHNne COCTOAHUA, NOABUINUCD
6onn B obnacTu cepaua, nepebou B paboTe cepaua, yCMANNacb OAbILLIKA.
bonbHaa HeogHOKpPATHO 0bpallanach K Kapanonory.









06.03.24r. AMN®-91,5

23.03.24r. Tect Ha pMbpoO3:
Anbda-2-makpornobynmH — 2,05
[anTornobuH — 0,53
AnonnnonpotenH A-1-1,15
bunnpybuH obwmm — 10,6
MT-31,3

CteneHb pmnbpo3a — 0,388. CornacHo wkKane
METAVIR F1-F2



NENNE SIPORONOTHN, PYMEUNORANILHOR AMATHOCTIIEM W TOPANMK

Flow/volum and Bodyplethysmographie

boannnetnamorpadums.
13.02.24r.

BeHTMAALMOHHAA cnOCObHOCTb
NNErkMx He HapyLleHa.
YmepeHHoe HapylleHue
OPOHXMANbHOMN MPOXOANMOCTHU
Ha ypoBHe BPOHXOB cpeaHero
Kannbpa, pe3Kkoe Ha ypoBHe
MeIKoro Kanmnbpa. OTtmevaeTcsa
yBennyeHume
a3poANHAMMNYECKOTO
CONPOTUBJIEHUA AbIXaTE/IbHbIX
nyten (Ha 62.1%).






IXOKI

3AKTIOYEHWE:

YnNnoTHeHMe CTeHOK aopTbl. YHACTKU YN/IOTHEHMA CTBOPOK
MMUTPANbHOIO K/lanaHa. YNAoTHeHMe € y4acTKamu ¢nbpo3a cTBOPOK
A0pPTa/ZIbHOro KnanaHa. HegoCTaTOYHOCTb MUTPA/IBHOINO KaanaHa 1 - 2
CT. MMHUMaANbHbBIN CTEHO3 A0PTA/IbHOIO KNanaHa. MMHUManbHas
peryprutauua Ha TPMKyCnuaasibHOM U NY/IbMOHA/IbHOM K1anaHax.
Hebonblumne yyacTkm KanbumHo3a pmnbposHoro Konbua MK. HayanbHoe
pacwmnpeHune nosoCcTn NeBoro npeacepana. Y4acTkm NoBblLLEHHOW
9XOreHHOCTU B Towe Mmnokapaa MiKI1, neBoro xenygouka - npusHaku
Kapanockneposa. COKpaTUMOCTb MMOKapAa NeBOro Kenyao4vka
yaosneTsoputenbHasa. laBneHmne B 1ero4yHomn aptepmm - 33 MM.PT.CT.
[lononHuTenbHaa nonepeyvHan Tpabekyna B N0O/I0CTU NEBOTO
enyaodka, B 06nactm Bepxywku. Paamep HIMB - 1.3 cm.
PekomeHaoBaHo: 9XO KI B AuHamuKe.






IlnarHos

* [eHepann30BaHHbIA CapKONA03 C
nopa*KeHnem Nerknx n BHyTpUrpyaHbix
NMMPaTNYECKNX Y3N0B, CENEe3EHKHU
(cnneHomeranma), BHYTPUOPIOLLHbIX
NMMPATUYECKUX Y3108, KOXKU, cepaLa,
Mopdoormyeckmn BepndnLmMpoBaHHbIN OT
13.05.2014r.



BbiBOAbI:

* B nocnhegHee Bpema y4aCTUAUCDH
C/ly4aun reHepann3oBaHHOIO
capKkomnaosa.

* 370 TpebyeT 0co6Oro BHMMaAHUA K
TaKUM MayneHTam u
MYNbTUAUCUUNIMHAPHOIO NnoaxoAaa.



Cnacunbo 3a
BHUMaHUe



