[ nomepynsapHble DOE3HN NMOYEK.
[TaTonormsa novyevHbIx KIyobo4ykoB
NPU CUCTEMHbIX 3a00rneBaHUsIX



[oyka B HOpMe, MakpornpenapaT



[Toyka B HOpMe, MUKponpenapar



MMomepynonaTtum

MepBuyHbIE
Btopuunble

BoCnaJinTesibHble

yCTaHOBIEeHHOW
unum
HeyCTaHOBJIEHHOM

npupoasbl

Bone3Hu
novyek

MepBuyHbIe

TybynonaTtum

OocCTpble

XPOHU4YeCKue

HeBocCnasiutTeslibHble




OnpepgeneHune rnomepynoHedputa

[momepynoHedput — 3aboneBaHne WMHAEKLMOHHO-aNeprmyeckon
WN  HEeYCTaHOBIIEHHOW nNPUPOAbl, B OCHOBE KOTOPOro MNeXuT
OBYCTOPOHHee Aupdy3HOe mnnm ovaroBoe HerHoMHoe BoOcMnaneHue
KIyOO4YKOBOro anmnapara MnoyYek C XapakKTEPHbIMW MOYEYHbIMU U
BHEMOYEYHbLIMU CUMNTOMaMM.

[loYeYHblE CUMMOTOMBIL: ONUTYPUST, MPOTENHYPUS, reMaTypusi, UMNNHOPYPUS.

BHenoyeyHble CMMNOTOMbI: apTepuanbHasi rUNepTeHsusi, rmnepTpodus
MUOKapaa NEeBOro >Xenyaodka, OMCNPOTEMHEMUS, OTEKW, TMnepas’oTemMus,
ypemus.




[TpnHUMNBI KNaccndukaunm rmomepynoHedpura

[1o xapakTepy Te4deHus:

— OCTpbIN;

— OBbICcTponporpeccupytowmm (NogocTpbin);

— XPOHMYECKUN.

[To Tonorpadun rmnepknNeTo4HOCTM Kiybo4KOB:

—  WHTpaKanunspHbIN;

— QKCTpakanunsapHbIW.

B 3aBMCUMOCTU OT pacnpoCTpaHEHHOCTN NnopaXXeHust Krnyobo4KoB:
— AU Y3HbLIN;

— 04aroBbin (poKanbHbIN).

[To paBHOMEPHOCTM NopaXeHnst OTAENbHOro Knyobouka:
— TOTalnbHbIN;

— CerMeHTapHbIW.



CTpYKTYpbl NOYEYHOro KInybdo4yka, B KOTOPbIX MOTyT
HaxXoAUTbCSA UMMYHHbIE KOMIMMEKChI Npu
rmomepyrnoHedgpute

« basanbHaa membpaHa rnmoMepynspHbIX Kanumnspos;
* MesaHrum knybo4Kos.



BapuaHTbl OTNOXEHUSI UMMYHHbIX
KOMMJIEKCOB NP rrIomMmepynoHedpuTe
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A — KpynHble cybanuTenuanbHble OTNoXeHus. b — rpaHynsapHble
cybanutennanbHble OTNoXeHus. B — cyGaHaoTenuanbHble

OTNoXeHud. [ — BHyTpumMmeMbpaHHble oTnoxeHua. [ —
Me3aHrmanbHble OTINOXEHUS.




Tunbl KNEToK, y4acTBYOLUX B aHTUTENBHOM
N UMMYHOKOMMSIEKCHOM MEXaHn3Max
NOBPEXOEHUSA NOYEYHbIX KITyOO4KOB

* HenTpodunbl,

* NMUMAQOLMUTDI;

* TPOMOOLMTDI;

* KNETKM MoYeYHbIX KIybo4KoB (Me3aHrnanbHble KIeTKn).



KnnHnyeckune nposiBreHns rmomMmepynsipHbIX
0one3Hen no4vyek

CtpyktypHble usmenenus I'bM (cBsi3aHHBbIE, B OCHOBHOM, C €€ YTOJIII[EHUEM)
WJIN MAaCCUBHbIE HAKOIUIEHUA ME3aHTHAJIBHOTO MAaTpUKCA MOPUBOLAT K
HapYIIEHUIO UOHOCE/1eKMUBHOU NPOHULAeMOCmu TJI0OMepyJIsipHOro GUIbTpa U,
KaKk CcJe[CcTBHe, K MACCHBHOW 1oTepe Oenaka € MOYOM U Pa3BUTHUIO
Heipomuueckoz20 cuHopoma.

['nomepysisipHble  IMOBPEXKIEHHA, BO3HUKAIOIIWE H3-3a MOpojaudepanuu
SHJIOTEJTUAJIbHBIX WJIM ME3aHTUAJIbHBIX KJIETOK, IPUBOIAT K HApPYIIEHUIO
IIPOHUIIAEMOCTHA TJIOMEDPYJIAPHOTO (PUIAbTPA U, KaK CJIE/ICTBHE, K Pa3BUTHIO
reMaTypuu, Wik Hepumuuecko20 CuHopoma.

Eciu moBpexxaeHus 0Oas3aJbHOM MeMOpaHBI COIIPOBOXKIAIOTCS KJIETOUHOU
nposndepanuen, TO TOBOPAT 0 HaJINYNH CMEITaHHOTO
Hedpumuueckoz2o/Hedppomuuecko20 CuUHOpomda.

Eciin moBpekaeHusi KIyOOUYKOB pa3BUBAIOTCS OBICTPO U HOCAT AuGQy3HBIH
XapakTep, HabJTI0/TaeTCst KapTHHA ocmpoit noueuHoul
HedocmamowHoCcmu.



CpaBHeHne HedpUTUYECKOro N HedPOTUYECKOrO CUHAPOMOB

I[Ipuznak

IIporennypus

['unoansOyMuHemMust

Orexu

I'emarypus

Onurypus

[l'unepmunuaemust

Jlununypust

AprepuanbHasi TUIIEPTOHUS

Hedpurnuecknii cuHaApOM

Ot + go +++

Ot + no ++

Nmeercst (3pUTpOLUTHI U
APUTPOLUTAPHBIC LIMIIUHAPHI B
MOY€

++

OtcyTcTByeT

OtcyTtcTByeT

Hedporuuecknii cuHaApPOM

+++ (Gonee 3,5 r/cyTKH)

++

++

OrcyrtcTByeT

OtcyrcTBYyeT

OtcyTcTByeT



Mopdornormnyeckmne gasbl pasBUTUA OCTPOro
rmomMepynoHedpuTa

* 3KCCyOaTuBHag;
e 3KCCyOaTUBHO-NponudpepaTnBHag;
e nponudpepaTtnBHas.



Mopdonornyeckne nameHeHna npu oCTpom
rmomMepyrnoHedpute

Meszanrunan

HbI€C KJICTKH

A — HopMarnbHbIN Knyboyek. b — ocTpbIn rmomepynoHedpuT.



«Bbonbluas néctpas novka» Npu OCTPOM rnomepynoHedpute



OcTpbIn rmomMepynoHedpuT




OcTpbi rmoMepyrnoHedpuT (aNekTpoHHaa MuUKpodoTorpadpus)



Mopdornormnyeckme namMeHeHus
npu OLICTPONPOrpeCCHpPYyOLLIEM rMoMepyrioHedpuTe

g

A — dpoKanbHO-CeErMeHTapHbIN HEKPOTUYECKUWN TTOMEPYIOHEPUT.

B — rmomepynoHedpuT ¢ NoNynyHUSIMW.



BbicTponporpeccupyowmnm (MogoCTPbIvM 3KCTPaKanunsspHbIN)
rmomMmepyrnoHedput




N 3KCTpaKanumnnsapHbIn

~

bBeicTponporpeccupytowmn (nogocTpbl

rmomepyrnoHedput



BeicTponporpeccupyowmn rnomepynoHeqpuT
(MMMYHOOIOOPECLEHTHBIN METOoL)



[pynnbl OLICTPONPOrpPECCUPYIOLLETO rITOMepynoHedpuTa no
OaHHbIM UMMYHOMSTFOOPECLEHTHOU MUKPOCKOMUA

1. VIMMyHOHeraTuBHbIN.
2. /IMMYHOKOMMIEKCHbIW.

3. AHTUTENbHbIN.



MMMyHOHeraTnBHbIN ObICTPOMPOrpPeCCUPYHOLLINN
rMoMepynoHepPUT

npeobnagaeT y B3pOChbiX;

MMMYHHbIE KOMMMEKChI B KIyOo4Kax OTCYTCTBYIOT;

B CbIBOPOTKE ODHapYXMBaOT aHTUTENA K LMTOoMNnasme
HEUTPOMUIIOB;

pasBMBaeTCA Nnpu rpaHynemaTtose BereHepa, y3enkoBom
nepuaprtepumTe.



MMMYHOKOMMSIEKCHbIN ObICTPOMPOrpPeCCHpyoLLInm
rMoMepynoHepPUT

* npeobnagaeT y geTen n nogpoCcTKOB;

e pasBuBaeTcs npu nypnype LLleHnenHa-IeHoxa n
CUCTEMHOW KpacHOW BOSTYaHKe.



AHTUTENbHLIN ObICTPONPOrpeccUpyoLLInUn
rmomMepynoHepuUT

* pPEeOKo BCTpeYaeTcs BO BCEX BO3PACTHLIX rpynnax;
* NpencrtaBneH HedpuToM Npu cnHapome ['yaonacyepa.



XPOHNYECKUN rmMoMepynoHedopuT

« CobupaTtenbHoe NoHATUE, BKoYarLee 00nbLLNHCTBO
pa3HOBUAOHOCTEN rnomepyrnoHedpuTa u
rmomMmepyrionaTuun.

« Yacto nog XpoHNYeckUm rnomepyroHedpuUToOM
NOHUMAKOT TEPMUHANBLHYIO CTaAMI0 rMOMeEPYNsSIPHbIX
3aboneBaHuin, KOTOPOW 3aKaH4YMBaeTCs OONbLUNHCTBO U3
NOBPEXAEHMNN NOYEYHbIX KITyDOO4KOB.



Hedpockknepos




XPOHUYECKUI FNOMEPYNOHEPUT CO CMOPLLIMBAHNEM MOYKU



MesaHrnanbHbI rmomepynoHedpuT

Pa3BuBaeTcsa B CBA3M ¢ nponudpepaunen me3aHrmounToB B OTBET Ha
OTNOXeHns1 cybaHaoTenmanbHO U B ME3aHMMU UMMYHHbIX
KOMMJIEKCOB.

imeeT mecTo UHmMepriosuyusd mMme3aHesUusl.

BapunaHTbl Me3aHrmanbHoro rnomepyrnoHegpuTa B 3aBUCUMOCTU OT
CTEMNEeHU MHTEPNO3NLINN MEe3aHIn4:

— Me3aHruonponmdepaTtnBHbIn;

— MeMbpaHonponugepaTnBHbIn (Me3aHrMoKanunsapHbINA).



IgA-HedponaTus (bonesHb bepxe)

Hambosee 4YacTo anarHoctupyemasa coopma
[MOMepPYNOHeEPUTA;

BXOOUT B rpynmny Me3aHrnonponngeparuBHoro
[MIOMEepPYNOHEPUTA;

B KDOBW MOBbILLEHA KOHLEHTPauust IgA.;
nopaxaeTt NpenMmMmyLLeCcTBEHHO AeTen U MONoAbIX JTo4eMN;

ABMNAETCA YacTon NPUYNHOU peuuanBupyoLLEeEN Makpo- U
MUKporemaTypumn.



Mopdonornyeckue npusHaku IgA-HedponaTum

MezaHrmuaib-
HbI€ KJIETKU

A — HopMmanbHbIn Knyboyek. b — IgA-HedponaTtusa. MesaHrmn cogepxur
oTnoXxeHus IgA n paclumpeH 3a cYeT nponudepaunm MesaHrmasnbHbIX
KIETOK.



IgA-HepponaTum4



dakTopbl, ycyryonsatouime nporHo3 npu
IgA-HedponaTmnm

no3gHee Havyano 3abonesaHus (y Ny, CpeaHero u
NOXMI10ro Bo3pacTa);

Bblpa)XeHHada NpoTEUHYPUS;
apTepuanbHaga rmnepTeH3ns;
andpdoy3sHbIN ckNepos KryboyKoB.



Mopdonornyeckne npusHaku
MembpaHonponmdepaTnBHOIO
rmomMepynoHepuTa

e BOcCMnanuTenbHasa MHOUNLTPaLUNA NOYEYHbIX KIyDOYKOB;
* nponudepaunst MesaHrmarnbHbIX KNeTOoK;
* YTOJILLEHNE rMOMEPYNAPHON Da3anbHOW MeMOpaHbI.



doput

~

i TIOMepYynoHe

MeM6paHonpbnmcbepaTMBHb|



[Tpn3Haku membpaHonponmdepaTuBHOro
rmomepyrioHedputa | TMna (MMMYHOKOMMSIEKCHOIO
rmomepyrioHedpuTa)

aKTMBaLNS CUCTEMbI KOMMNIIEMEHTA MO KNaCCU4YECKOMY
nyTu;
cyb6aHgoTeENnManbHble 3NEKTPOHHO-MMNOTHbIE AEN03UThI;

rpanynsapHble geno3utbl IgG n paHHUX KOMMOHEHTOB
komnriemeHTa (C1q un C4);

yOBOEHMWE rMomMepynspHon 6asansHon MmembpaHsb! B
BUAe «TpamMBaWHbIX NyTEN.



MembpaHonponudepaTnBHbln rnomepynoHedput | Tuna
(meToq cepebpeHnmna no [kKoHcy)



. 4} B e NEAE st NS
MembpaHonponudepaTnBHbln rnomepynoHedput | Tuna
(anekTpoHHasa Mukpodrotorpadus)



[Tpn3Haku membpaHonponmdepaTuBHOro
rmomepynoHedputa Il Tuna (6onesHn NNOTHLIX MeMBpPaH)

* ONEKTPOHHO-MMNOTHbIE AENO03UTbI BHYTPU IMOMEPYNSIPHOM
6a3zanbHOW MeMOpaHbI;

e C3-KOMMOHEHT KOMMMeMeHTa B Me3aHrmm B Buae
«Koneu;

* aKTMBALMS CUCTEMbI KOMMMEMEHTA MO ankTepHATUBHOMY
nyTW.



MembpaHonponudepaTneHbin rmnomepynoHedput |l Tuna
(anekTpoHHasa Mukpodrotorpadus)



[MomepynsapHble 3aboneBaHUs HEBOCMANMNTENbHON
npupoabl, NPy KOTOPbIX pasBmMBaeTCA NepBUYHbIN
HedopOTUYECKUN CUHOPOM

* bonesHb MUHUMAarbHbIX N3MEHEHNN (NMUNONOHbIN
Hedpo3).

 MembpaHo3Hasa HedponaTus.

« QoKarnbHbI CErMeHTapHbIN rMOMepPYIIOCKeEpPOa3.



bone3Hb MMHUMAalbHbIX U3MEeHEeHN

camagq Yyactas npuynHa nepBUYHOro HEPPOTUYECKOIO
cuHapoma y geteu;

NP1 CBETOBOW MUKPOCKOMUN KIyOO4YKM BbIMMSAAAT
HOpPManbHbIMU;

MMMYHHbIE OEMNO3NThI B Kny6oq|<e OTCYTCTBYHOT.



Mopdronormnyeckne npmsHakm 60one3Hu
MUHUMAanNbHbIX N3MEHEHNU

HabyxaHue n pacnnacTbiBaHUE HOXEK OTPOCTKOB
NoAOLUNTOB;

HaKorjieHne ninnmnagoB B aNMnTerinalibHbIX KIleTKaX
NPOKCMaJlibHbIX NU3BUTbIX KaHallbLEB.



BornesHb MMHUManbHLIX M3MeHeHUW (oKkpacka cygaHom )




BonesHb MUHUManbHbLIX U3BMEHEHUI (3NEKTPOHHas MUKpodboTorpadms)



MembpaHo3Has HedpponaTus

camas YyacTtas npuymHa nepBMYHOro HepoTUYECKOro
CMHOPOMa Yy B3POCIIbIX;

nartoreHes ceB4A3aH C MUMMYHHbIM KOMITJ1EKCaMMU,

3aborneBaHne MeaneHHo NPorpeccupyeT, Nnoxo
nogaaeTcsl KOPTUKOCTEPOUOHOW Tepanun.



Mopdonornyeckne npnsHakm
MeMbpaHO3HOM HedoponaTuUn

Cy63n|/|Ten|/|aanb|e OTNnoXeHnAd MMMYHHbIX KOMIJ1EKCOB,

ondpdoysHoe yTorueHne rnomepynsapHon basanbHou
MeMbpaHbl 6e3 nponndepaunmn KNeTok;

CKOMJIeEHUs BELLECTBA rnomMepynsapHon 6basanbHom
MeMOpaHbl B BUAE «LLUUMUKOBY.



MembpaHo3Hasa HedponaTmd



MembpaHo3Hasa HedponaTus (Mmeton cepebpeHuns rno IXXKoHcy)



MembpaHo3Haga HeponaTus (3NeKTpoHHas MuUkpodoTorpadums)



Mopdonornyeckmne N3MeHeHusa Npu HEKOTOPLIX
3aboneBaHusix, NPOTEKAKLNX C NEPBUYHBIM
HedPOTNYECKNM CUHOPOMOM

A — HopMmarbHbIN Knyboyek. b — membpaHo3Hasa HeponaTus.

B — 6one3Hb MMHUMarbHbIX NU3MEHEHUIA.



doKanbHbIN CErMEHTAPHbLIN
[MoOMepynocKnepos

OfHa 13 OCHOBHbIX NMPUYNH HEPPOTUYECKOro CMHAPOMA Y
B3POCIIbIX;

Hanbonee Yacto BcTpedaemas dopma BUNY-
HedoponaTuu;

B OCHOBEe 3aboneBaHus nexar noBpexaeHus
NOOOLUNTOB;

XapakTepnayeTca YaCTUYHbIM CKITEpPO30M OTAENbHbIX
NOYeYHbIX KNyDO4KOB, a B MOPaXEHHbIX KIybo4ykax —
BOBMNEYEHNEM NULLb YaCTU KanuInsapHbIX NeTeb.



~

N CerMeHTapHbIN rNMOMEPYIOCKI1IEPO3

~

dokanbHbI



[OnabeTnyecknin rmomMepyriockrepos

Mopdonornyeckne n3aMeHeHus B Krnyoboukax:

* yTOonuweHne 6asanbHOM MeMbpaHbl IMOMEPYNSAPHLIX Kanunmnsapos
*  Y3€eSIKOBbIM (04aroBbIN) rMOMEPYNOCKIIEPO3

Andopy3HbIM rMOMepPYnocKepos



OuaroBbIv rMOMeEpPYII0CKIepos



Onddy3HbIN romepysiockiepos



AMUNONO03 NoYek

Ctagmn amunongHoro Hedpo3sa:
1) naTeHTHagq,
2) NpOoTENHYpPUYecKas;
3) HedopoTHyeckas;
4) azoTemunyeckaqa (ypemuyeckas).



JlateHTHaa ctaaud

* OTNOXEHUA amunonaa No xoay NPsiMbiX COCYyA0B U
cobuparteribHbIX TPybOouUek;

* yTOMNLeHne basanbHbIX MeMBpaH rmomMepynsapHbIX
Kanunnspos.



[lpoTenHypunyeckaqa ctagus

OTNOXEHUS amuonaa B Kanunniapax n MesaHrmm
Krybo4KoB, B apTepuonax;

BbIPa)XEHHbIM CKITIEPO3 MOYEYHbIX NUpamMna;
rmanMHoBO-KanenbHas Unu rmgponuyeckasi AucTpodus
3NNTENNA NPOKCUMAarbHbIX N3BUTbIX KaHAIbLIEB.



«bonblwaga canbHasa nodka»
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AMnionaos NoYKM (oOKpacka KOHro KpacHbIM)



HempoTtnyeckaa ctagms

e OTNOXEHUs ammrionga B CTEHKaxX COcyJoB U
rMoMepynsaApHbIX Kanunnsapax;

o OTNIOXEHMS ammunonga B 6asanbHbIX MeMOpaHax
KaHanbLeB,

* paclLuMpeHue npocBeTa KaHamnbLeB U 3arnofIHEHNE UX
LUNnMHApaMu.



A3oTemMmumyeckaa ctagus

e arpodous, rmbernb 6onbLMHCTBA HEPPOHOB U
3aMelLleHne NX COeAUHUTENbHOW TKaHbIO.

. o6pasoBaH|/|e dMUNJTONAOHO-CMOPLUEHHbIX MOYeEK.



Knaccudpukauma sBonyaHo4yHoro HedpuTta, npegnoxeHHasa BO3

Kiaace

I ki1acc — HOpMaJIbHBIE
KJIY004KH

Il x1acc — Me3aHTHAJBLHBIN
rJIoMepyJaoHeppuT

III kacc — ovaroBeIi
nposrgepaTuBHbIN
[JIOMepYJIOHe(pPUT

IV knace — nudpysnpiin
nposrgepaTuBHbIA
[JIOMepPYJIOHe(pPUT

V ki1acec — MmeMOpaHO3HbIN
[JIOMepYJIOHe(pPUT

VI k1acc — XpOHHYECKHil IJ10-

MepyJIOoHe(ppUT
(TVIOMEepYJI0CKJIIEPO03)

OT1aoxenus HUMMYHHDbIX
KOMILJIEKCOB

OTCyTCTBYIOT

Me3aHruajbHbI€

Me3aHruaJjbHble U CY0OIHI0
TeJHaJIbHbIE

IloBcemecTHBIE

Cy0anuTennajbHbIe

Pazanunou Jokaan3anuu

Kaunnueckue IMPOABJICHUA

Het MNPU3HAKOB MMOPaKCHUA IOYECK

JIJIérkas remarypust u/mjiu
NPOTEHHYPUS

YMepeHHbIH [T10MepyJIOHe(ppPUT

Tskéabii riiomepyaoHeppur

Hedpornyeckuii CHHAPOM

X
XXpoHunyeckuii riioMepyaoHeppur



Bosruanounsiii Hedpur I ki1acca He TpeOyer JeueHusi. Heppur IV ki1acca cBa3aH ¢ HAUXYAIIAM
IIPOTHO30M U TPeOyeT Ha3HAUYE€HUA BBICOKHUX /103 UMMYyHoienpeccanToB. Hedpur V kiacca
HaNMoOMUHaeT UAUONATUYECKYI0 MEMOPAHO3HYIO HE()POIIATHUIO M HE OTBEeYaeT HAa TepaIruio

KOpTHUKOCTEpOHNIAaMH.
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A — BostuaHouHbI HepuT II ki1acca. OTMeuaeTcs CKOIJIEHHE UMMYHHBIX
KOMILJIEKCOB B ME3AHTHUHU U Npoandepannusa Me3aHTHAJIbHBIX KJIETOK;

b — Bostuanounbiit Hepput 111 kiacca. Kitybouek coziep>KUT Me3aHTUATIbHBIE U
cyOsHI0TeTHAIbHbIE OTJIOKEHUA UMMYHHbBIX KOMILJIEKCOB M PacCIIUPEH 3a CUEeT
PO EePUPYIONIET0 ME3AHT U,

B — BostuanouHbiit HeppuT IV kinacca. OT10KeHNST UMMYHHBIX KOMILJIEKCOB
pAaCIIOI0KEHBI CyOIHI0TETHAILHO, CYOAIIUTEeINATIbHO, BHYTPH 0a3aIbHBIX
MeMOpaH 1 B Me3aHTUH. KiIeTOUHOCTh KJIyOOUKa MOBBIIIIEHA 34 CUET
nposindepanuy Me3aHTHs ¥ BOCHAJUTEIbHOTO HHGUIBTPATA.




[TTomepynsapHble NOBPEXaEeHNs Npu
bakTepmanbHOM 3HOOKapauTe

MMEIOT MMMyHOKOMﬂﬂeKCHbIIZ MEXaHN3M Pa3BUTUA,

KITMHNYECKN XapaKTepPHbl reMaTtypus u NpoTeENHYpUs
Pa3HON CTEMNEHN BbIPAXXEHHOCTU;

Pa3BUTKE OCTPOro rmomMepynoHedpuTa He XxapakTepHo, B
penkux cnyvasax passmBaeTcs ObICTPONPOrpeCcCMpyroLLmMn
[MTIOMEPYNOHEPMUT,

npun ObICTPONPOrpeccuUpyoLLEM rrIoMepyrnoHedpuTte
BCTpeYyaeTcs 60nbLIOE KONMMYECTBO «IMOSTYNYHUNY.



