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KINMWHUYHU CNYHAU

CASE REPORTS

NAXUWAEPMOMNEPUOCTUT C AHTUCUHTETA3EH CUHOAPOM

P. FaHueBa’, AT. Kynaypaxuen?, U. Mbpeosa®, M. Hukonoea?, LiB. MetpaHoBa?, U. LLeiTaHoB?,
M. Aukoea*, 3n. Konapos?

'KnuHuka no peemaronorusi, YMBAJT ,Cocusimeg”, CY ,C.. Kn. Oxpuackun” — Cocusi
2KnuHuka no Hecpponorusi, YMBAJT ,Cg. VB. Puncku®, MY — Codusi
3KnuHuka no pesmartonorusi, YMBAJIT ,CB. MB. Puncku“, MY — Codpusi
“Ilabopatopus no knuHn4YHa umyHonorusi, YMBAJT ,Anekcangposcka®“, MY — Cocus

Pe3rome. Naxudepmonepuocmumbm rpedcmasrsiea MbpeudHa ¢hopma Ha xurnepmpoghuyHa ocmeoapmpo-
namusi. AHmucuHmemasHusim cuHOpoM e asmoumMyHHa boriecm, Kosimo ce xapakmepu3upa ¢ aemoaHmu-
merna cpewy eGHa om MHO20mo amuHoayun-mpaHcrnopmHu PHK cuHmemasu u passumue Ha uHmepcmuyu-
arnHa 6enodpobHa bonecm, Heepo3useH apmpum, Muo3um, cheHomeH Ha PeliHo, HeobsicHum ¢hebpunumem
u ,pbuye Ha mexaHuk”. [lpedcmassame nayueHmka Ha 36 2., KoImo Mocmbriea 8 Pe8Mamorio2uyHa KIuHUKa ¢
Oucgby3HU cmasHu 60rKu U nepuoduyHa rosiea Ha OMoK 8 KorileHHUme cmaesu, Oughy3Hu muasnauu, nobesnseaHe
U rocuHsisaHe Ha npbcmume Ha pbuyeme U cmbrnanama c ¢hebpunumem 8b8 8e4epHUMe Yacoee 0m OKOJI0
1 2. Bnocnedcmesue npu 6onHama ce nosisu ¢ghomouyscmeumerieH epumem o nuyemo. [lpoeedeHama ar-
a2uonynmozpagpusi 0asa OaHHU 3a 6er100pobHa XUrnepmMoHUsI OM 8eHO3eH MUI U Ha4asiHa crifieHoropmarHa
xunepmoHusi. [Npu npeeneda enedyamreHue npassim cUHOPoM Ha PeliHo, npbcmu mun ,6apabaHHa nanka“ u
HOKMU mur ,4aCo8HUKO80 cmbK/I0*“, HarnpaseHume uscrnedsaHuss 0eMOoHCmMpupam HoOpMasHu ocmpogasosu
riokazamesiu U MyCKY/HO-C8bp3aHu eH3umu, nosuweHu ANA u MHo20KkpamHo 3asuweHu anti-PL-7 u anti-
Ro-52. Om High Resolution Computed Tomography Ha 6enu dpobose He ce ycmaHogseam rnamono2uyHu
npomeHu. KoxxHama 6uorcusi nokasa omnazaHe Ha IgM no depmoenudepmanHama gpaHuya. QyHKUUOHaIHO
u3cnedsaHe Ha duwaHemo rnokasa usonupat crnad Ha TLCO, koemo 6u moearo da ce 06sICHU C rysIMOHarHa-
ma xunepmoHusi. [puexme, 4Ye nMpu MnayueHmMkama ca Haau4yHu naxudepmMorepuocmum U aHmucuHmemaseH
CUHOPOM. 3aro4yHa ce fledeHue ¢ Kopmukocmepouou, rniaakeHus1 u azamuorpuH ¢ 006bp echekm.

Knrowoeu dymu: naxudepmornepuocmum, aHmucuHmemaseH cuHopom, anti-PL-7 aHmumsino

BBbBEOQEHUE n nepuocTto3a (cybnepuoctanHo obpasyBaHe Ha
HoBa KocT). [NaxMaepmonepruocTUTbT € CBbp3aH C
fornka, nonuapTpuT, cutis verticis gyrata, cebopes,
nTO3a Ha KnenayuTe 1 xmnepxmaposa [2]. Touraine n
cbaB. onvceat 3 hopMu Ha NaxnaepMonepuocTuT:
1. MbnHa popma ¢ naxmaepmusa n nepmocTut. 2. He-

NbJiHa q)opma C [JaHHM 3a KOCTHM aHoMarnuu, Ho 6e3

XunepTpoduyHaTa ocTeoapTponaTus ce pasge-
nsi Ha NMbpBUYHA U BTOpUYHa dopma. MNaxnaepmo-
NepuocTUTBLT, MbpBUYHaTa opma, Bkrtousa 5% ot
BCUYKM Crlyyan Ha xvnepTpodmyHa octeoapTpona-
M. BropmyHata xuneptpodmuHa ocTeoapTpona-

TMS, HapuyaHa owe 6enogpobHa xunepTpodmyHa
OCTeoapTponaTus, e CBbp3aHa C noanexawyn kap-
OMONyNIMOHAITHUN M 3oKadYeCcTBeHUN 3abonsaBaHus [1].

MaxvoepmMonepuocTUTbLT, UM MbpPBUYHATA XK-
nepTpoduyHa octeoapTponartus, e psaKko Hacnen-
CTBEHO 3abonsiBaHe, KOETO € OnucaHo 3a MbpBYU
nbT npe3 1868 r. XapakTepusnpa ce ¢ U3KpmBsiBaHe
Ha NpbCcTUTe TUN ,6apabaHHa nanka“, naxmaepmms
(yonebensiBaHe Ha KoxaTa Ha NuUeTo W/unu ckanna)

naxugepmus. 3. ®opma ¢ naxuaepmmst 1 MMHUMan-
HK 0O NUNcBaLLM NpomMeHn B ckeneta [3].
AHTUCUHTETA3HUAT CUHAPOM € aBTOMMYHHa Oo-
NECT, XapaKkTepusmpalla ce ¢ aBTOoaHTUTeNa cpeLly
e[Ha OT MHOroTo amuHoauun-TpaHcnoptHa PHK cuH-
TeTas, C KNMMHUYHN XapakTePUCTUKM, KOUTO BKITHOYBAT
MHTepcTuunanHa GenogpobHa Gonect, Heepo3mBeH
apTpuT, MUO3UT, heHOMEH Ha PerHo, HeobsACHMMa
Temnepatypa u pble Ha MexaHuk [4]. OcobeHo xa-
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pakTepHu ca aHTuTenaTa cpewly PHK cuHTeTasu u B
YyacTHocT anti-PL-7 [5]. Mpn aHTUCHHTETa3HUS CuHA-
poM yecToTaTa Ha mamonatmyHaTta 6enogpobHa 60-
NecCT e No-BMCOKa B CPaBHEHME C JepMaTtoMuosnTa
n nonumunosmTa. WHTepcTuumanHata 6enogpobHa
©onecT Npu NauMeHTUTe C aHTUCUHTETA3eH CUHAPOM
4YecTo e Texka u Gbp3onporpecupalla, NpUYMHsIBa-
LLa noBuMLIEHa CMBbPTHOCT [6, 7].

KNnMHUYEH cnyYyAn

MpencraBsame GonHa ¢ gokasaH naxugepmone-
PUOCTUT N pa3BUBaALL, C€ aHTUCUHTETA3EH CUHAPOM.

TpugeceT 1 WeCT roguHa XeHa belwe xocnu-
TanuavpaHa B peBMaTonorMyHa KrnvHuKa rno noeoj
cunHa 6orka B MarnkuTe CTaBy Ha pbLETe, NakTuTe,
KoreHara, ¢ nepvoguyHa nosiea Ha OToLM B KOJEH-
HWUTe cTaBu. MNMauneHTKaTa onucea NPOAbLILKUTENHA
CyTpeLLHa CKOBaHOCT, Tpaella Ao oben. Houwem e
nmana no-MHTEH3NBHN CTaBHM BOMKKM C BTpMcaHe 40
38°C, noBnuvsHK OT Npuem Ha menokcukam. MNauu-
eHTKkaTa cboOLlaBa 3a MocuHsABaHe U nobensiBaHe
Ha MPbCTUTE Ha pbLETe M cTbhanara, KoeTo e no-
n3paseHo Hanocneabk. OnnaksaHusATa 1 ca ¢ oas-
HOCT OT OKosno 1 roguHa.

[MpoBeneHa kopeMHa exorpadusi roguHa npe-
On xocnuTtanusauusita Jokassa paslimpeHa BeHa
kaBa uHdepuop. Mecel MoO-KbCHO crnef npone-
)XaBaHe B KapOuonormyHo OTAENeHne e Haco4yeHa
3a katetepusaumsa. OT aHrmonynmorpadusaTa € ¢
JaHHW 3a nekocTeneHHa 6enogpobHa XMnepToHus,
C HenoBuLeHO 6enogpobHO CbAOBO CbHMPOTUBIE-
HMe — BbB BeHO3HaTa pasa ¢ Hanm4yHa borarta Ko-
nareparHa cbAoBa Mpexa OT NPOMEHEHU MO XO4 U
Kanubbp Manku BEHO3HW CbAoBe — nopauacdppar-
MarnHo CpeanHHO 1 BNSABO, NPeaUMHO OT cuctema-
Ta Ha BeHa ractpuka CMHUCTPa M BeHa nueHanuc.
3aknyeHeTo OT NPOBEeEHOTO n3cnegsaHe e, ye
ce oTHacs 3a 6enogpobHa xMnepToHUs, NPeaANMHO
OT BEHO3€H TUM, U CYCNEKTHU OaHHW 3a HayanHa
crneHonopTanHa XunepTtoHus. M3kasaHo e CbMm-
HeHve 3a apTepuonopTtanHa AV mandopmaums,
KoATO BrnocrieacTene e orxeBbprieHa. Ot MPT Ha
cbpue cnen npebonegyBaHa KoBuA MHpeKUMA ca
peructpupaHu orpaHn4eHu 3041 Ha ombposa, koun-
TO € Bb3MOXHO fa ObpaT pesynrtaT OT npekapaH
MMWOKapAWT, ManbK NeprukapaeH N3nme U HUCKOCTe-
neHHa mMuTpanHa u TpuKycnuaanHa UHCy@UuuneH-
uusa. OT ambynaTtopHO NpoBefeHU MMYHONMOMNYHM
nacnegsanmsa: ANA 2.4 (< 0.7) n RF 18.8 (< 14).
Ot ambynaTtopHo npoBefdeHa abaooMuHanHa exo-
rpacuvsa npegu xocnutanu3auusata B KIMHWKaTa e
C yNTpPa3BYKOBW AaHHM 3a CrreHoMmeranus, xena-

ToMeranus, xmapoHedposa BASICHO MbpBa CTENEH,
OecHoCTpaHHa HedponuTmasa.

MaumeHTkaTa uma egHa OpPeMEeHHOCT, 3aBbp-
wmnna cbe cekumo uesaped npes 2013 r., kaTto B no-
cnegHus Mecel, Ha OpeMeHHOCTTa e yCTaHOBeHa
peTapgauusa Ha nnoga. lNMaumeHTkata € ¢ pefoBeH
MeHcTpyaneH umkbn. OT damunHata aHamHesa —
MaKnKa 1 e c apTepuanHa X1MnepToHns 1 nHcyuum-
eHUMst Ha MuTparnHa n TpukycnuaganHa knana. bon-
HaTa npoBexpaa neyeHue ¢ Tpuamnyp no 1 Tabn./
OH. 1 KoHkop 2.5 mg/Beyep.

OT dmasmkanHma ctatyc npaeun BrnevaTtneHue yn-
NbTHEHME Ha KoXaTa B obrnactTa Ha fMuUeTo C Xu-
nepxmaposa, beHomeH Ha PelHo Ha npbcTuTe Ha
rOpHUTE U AONHUTE KpamHuuuM, npbcTn Tun ,H6apa-
faHHa nanka“ n HOKTWM TWN ,4aCOBHUKOBO CTBKIIO.
Be3 natonornyHyn Haxogku OT CTpaHa Ha auxaren-
HaTa, CbpAeyHo-CboBaTa cuctema u kopema. bon-
Ka Npu aKTUBHW N NacUBHU ABWKEHUS U CMIOHTaHHa
fonka B MeTakapnodanaHreanHu, npoKCUManHu
W OuctanHu uHTepdpanaHreanHn cTtaBu Ha OBeTe
pbLe, apTpanrun B NakbTHN U KOMIEHHN CTaBMW.

[MpoBeneHnTe KNMHMKONabopaTopHM n3cneaBa-
HWsI NOKa3axa HOpMasiHW CTOMHOCTM Ha OoCcTpodaso-
BY rnokasaTtenu, KpbBHa KapTUHa, KpeaTUHUH, ypes,
anbymuH, obuw 6enTbK, KpeaTuH-KMHa3a n HelHaTa
MB dpakuma n 4yepHOOpOOHU €H3MMMK, HOpManeH
YPUHEH ceanmeHT, 6enTbk B ypuHaTa nog 150 mg/24
h. TpoBegeHuTe WMYHOMOIMYHM W3CNEABaHUA —
CKIepoAepMEH U MMO3WUTEH MakeT, noka3axa BUCO-
KN HMBA Ha aHTUCUHTETa3HWUTe aHTuTena anti-Ro-52
— nosuweHne Jo 68 (Hopma < 10), anti-PL-7 — 117
(Hopma < 10) n HopmanHu ctomHocT Ha C3 n C4
dopakums Ha KoMNeMeHTa.

PeHTreHoBaTa CHMMKa Ha rPbAEH KOLL He MoKas-
Ba UHPUNTPATUBHU 1 OTHULLHW Ne3un, avadparmarta
€ MHOrogbrosa BASICHO M PA3KO M rNadko ovepTaHa,
CbpAevHO-CbaoBaTa cuctema e HeyrornemeHa (cur.
1). PeHTreHorpadckoTo nscneaBaHe Ha AfiaHu, KAT-
K/ M NPBCTUM AEMOHCTPUPA eaNHNYHM ApebHn nces-
OOKNCTUYHU NPOCBETNABaHUSA B YaCT OT KapnanHuiTe
n G6asnuTe Ha MeTakapnanHuTe KOCTU OBYCTPaHHO,
CTaBHUTE MEXANHN Ca CbXpaHeHu (dur. 2).

Kanunsipockonusta nokassa 30HW Ha Ba3ochna-
3bM U NeprKanunsapeH egem, Kato pasnonoXeHUETO,
Mopdonorusita n 6posAT Ha KanUNApUTE € CbXpaHeH.
OnncaHata Haxogka OTroBaps Ha MbpPBUYEH CUHA-
pom Ha PeliHo. NpoBeneHuaT 6aHa-TecT gokasea IgM
0enosnTy Ha AepMmoenvaepmarnHara rpaHuua.

Exokapguorpadckoto nscrnegBaHe AeMOHCTPU-
pa 3anaseHu obemun, paamepu, CUCToMNHa 1 AnacTon-
Ha YyHKUMSA Ha nsBa kamepa, 6e3 JaHHM 3a NeBo-
KamepHa xunepTpodusi, UHTAKTEH KnaneH anapar,
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Que. 1. U3xo0Ha peHmaeHozpaghusi Ha 6esiu Opoboee
u cbpue

HOpMarHU OEeCHU CbpaeYHU KYXUHU, MUKOBO MyrMO-
HanHo HandraHe — 25 mm Hg.

MNpuexme, 4e npu GonHaTa nma gaHHKW 3a Naxu-
0EepMONepUoCTUT N aHTUCUHTETA3eH CUHOPOM, Mpu
CnegHnNTe KPUTEPUK:

1. Hanwuuue Ha anti-PL-7 aHTuTAano;

2. CnHgpom Ha PeliHo;

3. ApTpur;

4. debpnnnteT C HesICEH NPOM3XOA.

3ano4yHa ce neveHune ¢ MNnakeHun nbpBOHaYarn-
HO 2 mbTy no 200 mg/gH. MNopagn HenoHocMMOCT
KbM BMCOKaTa [o03a NpueMbT My Gelle pegyumpaH
Ha 200 mg/gH. Mecel, MNO-KbCHO MpPU KOHTPOMEH
npernes nauueHTkata e ¢ (poToYyBCTBUTENEH epu-
TEM MO NULETO, aHraxupaly ckynute n rbpba Ha
HOCa U C JaHHW 3a XMOpPonc B ABETE KOJEHHU CTa-
Bu. MNosiBM ce n nepcucTupall 3agyx, KOeto Hanoxu
Kopekuust Ha gnypetnyHata Tepanus oT KapAuornor,
C BkntoyBaHeTo Ha Topasungekc 10 mg/cyTpuH. Kbm

Que. 2. U3xo0Ha peHmMa2eHozpaghusi Ha OslaHU KUMKU,
npscmu

TepanusaTa ce gobasmxa 20 mg AHEBHO MeTUNNpea-
HW30MOH, ¢ 0OBbP edeKT BbpXy CTaBHUS CUHAPOM.
Mpn nosBTOpHaTa xocnutanusaumsi B KNvHUKaTa
OBa MeceLa Mo-KbCHO MauueHTkaTa cbobLum 3a Ha-
MansBaHe Ha WHTeH3WTeTa Ha BornkuTe B Marnkute
CTaB/ Ha pbleTe, NakbTHUTE W KOMEHHUTE CTaBM,
KaTo npogbrkasa Gonkata no NPOKCMMAanHu v auc-
TarHM MYCKYSHM rpynu Ha ropHUTE 1 AOMNHUTE Kpan-
HUuW. KoHTponHute nabopaTopHu macnenBaHus He
nokasaxa AuvHammka: ocTpodpa3oBuTe noKasaTenm
N MYCKYITHO-CBbp3aHUTE €H3MMK ca B pedepeHTHM
CTOMHOCTU, HAMa AaHHWU 3a NpoTenHypus. MNoBTopHa-
Ta High Resolution Computed Tomography (HRCT)
Ha 6enun gpoboBe He yCTaHOBM NaToOfIOrMyYHU NpoMe-
HY (cpur. 3). PYHKUMOHANHOTO M3CNeaBaHe Ha AuLua-
HeTO nokasa m3onupaH cnag Ha TLCO po 59%, npw
CbXpaHeHM CTOMHOCTW Ha OCTaHanuTe nokasaTenu:
VCin — 102%, FEV1 — 101%, FEV1/VCmax — 99%.
M3onnpaHoto noHwxeHne Ha TLCO 6u morno ga

Que. 3. HRCT Ha 6enu dpobose
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ce 0bACHM C HanuMyHaTa nyriMOHariHa XUMNepTOHUS.
ExorpadckoTo uscnegBaHe Ha KOPEMHW OpraHu no-
Kasa HopmareH rno pasmep yYepeH Apob ¢ nosuleHa
€XOreHHOCT, BeHa nopTe e 15 mm, BeHa kaBa nHde-
pvop 1 OyKTYyC XOnedoxyc ca HepaswuvpeHu. [1gata
Obbpeka ca cbC 3anaseHy pa3Mepu U NapeHxMMHa
30Ha, C NOBULLEHA eXOreHHOCT 1-Ba cTeneH, Mambk
KanmkceH KOHKpeMeHT 4 mm B geceH 6b6pek. Hop-
MarHa no pasmepu crneska.

[HeBHaTa fo3a MeTunnpeaHM3onoH belle Ha-
ManeHa Ha 12 mg. lNpogbmxun npueMbT Ha [Nnake-
HuN B 200 mg Ha geH n ce gobasu aszaTvonpuH B
nosa 100 mg gH.

OBCBHXOAHE

MaxnoepmMonepmnocTUTLT € MbpBUYHA hopMa Ha
XunepTpodumyHa octeoaptponatus. Hepsagko obaye
3a/ HEro CToM NaTeHTHO NPOoTUYaLLa XPOHUYHA Nyr-
MOMaTUS C XPOHUYHA XMUMOKCUSI.

AHTUCUMHTETA3HUSAT CUHOPOM € MbpBUYHA aBTO-
UMyHHa GonecT, Npu KOATO ce JoKasBaT aHTUTena
cpewy PHK cuHTeTasn ¢ knMHU4YHKM Genesun, Hamo-
nobsBaly ckrnepogepMus: uHTepcTuumanHa 6e-
nogpobHa ¢ubposa, Heepo3BEH apTpUT, MUO3MWT,
deHomeH Ha PeiHo, HeobsicHum chebpunuTeT, yn-
NbTHSABaHe M 3apebensBaHe Ha KoxaTa Ha pbueTe
(,pbLE HA MexaHuK’) [4]. YecToTaTa Ha nguonaTny-
HaTa 6enogpobHa 6onecT Npu Te3n NauneHTU e 3Ha-
YUTENHO MO-BMCOKA OT Tasu Npuv Nonuv- 1 gepmaro-
MMWO3UT 1 NoKa3Ba No-6bp3a nporpecus ¢ NoBuLLEHA
3ab0n1s9emMOCT U CMBPTHOCT [5].

Mpe3 2010 r. Connors 1 cbaB. BbBeXAaAT Kpu-
Tepun 3a guarHocTuumpaHe Ha aHTUCUHTETa3HMS
cuHapoMm [4]: aHTuTano cpelty TpaHcnoptHa PHK
CYHTETa3a B KOMOMHAUUA C MOHE €4MH KIMHUYEH
KpuTepuin: "pbue Ha MexaHuk", peHomeH Ha Pen-

HO, MMO3UT, NHTepcTMumanHa 6enogpobHa Gonecr,
apTpuT u/vnn HeobsAcHuM bebpunuTtet. egHa ro-
AnHa no-kbcHo, npe3 2011 r. Solomon n cbTp. [6]
BbBEXAaT anTepHaTVBHU KPUTEPUN: MONOXUTENHO
aHTUTano cpewy TpaHcnoptHa PHK cuHTeTasa B
KOoMOMHauust ¢ ABa ronemMu Unmn eguH ronsm u gea
Marnku kputepus. fonemuTe KpUTEPUM Ca: Hanu4dmue
Ha uHTepcTuumanHa 6enogpobHa 6onecrt, KOATO He
ce ObIMKM Ha APYrn NPUYMHKU, U NONIMMUO3UT UMK
aepmaToMmnosnT (cnopen kputepumte ot 1975 ).
MankuTte kpuTepum ca: apTpuT, eHOMeH Ha PeliHo,
"pbLe Ha MexaHuK" (“mechanic’s hands”) [6, 7].
MpencraBeHMAT criydya € WHTepeceH C TOBa,
Ye nopaguM HamuMyMeTo Ha naxuaepmMonepuocTuT
CbMbTCTBALLOTO CUCTEMHO 360MsiBaHe Ha Cbeau-
HUTENHaTa ThKaH MOXe Ja OCTaHe HegMarHoCTUMLU-
paHo, Tbi KaTo ronsgma 4yacT oT cumnTomuTe Buxa
MOIMMK fa ce ODSICHAT CbC camarta xunepTtpocuryHa
ocTeoapTponaTusi, ocobeHo MMankn npeasua Hop-
MarnHUTE HMBA Ha MYCKYINHUTE eH3MMU. KnuHu4yHa-
Ta KapTMHa 1 obpasHuTe m3cnegBaHus O ronsma
CTerneH Haco4BaT Pas3CbXAEHWUsITa Ha KNuHMumUcTa
KbM TbpPCEHE Ha nporpecupaiia CUCTEMHa CKIle-
po3a. Muanrunte, bebpunuTeTbT, CUHOPOMBLT Ha
PenHo Hakapaxa nekyBalus ekun akTMBHO Aa Mno-
TbPCM a@HTUCUHTETA3HM aHTUTENa U XapaKTepHOTO
3a cuHgpoma anti-PL-7 aHTuTano. Ha to3m etan He
Buxme mMornm ga 3asiBUM CbC CUTYPHOCT, Ye MyrMo-
HanHaTa XMNepToHMS € B KOHTEKCTa Ha aHTUCUHTe-
Ta3HUA CUMHAOPOM, Makap 4Ye Mpu Te3n naumeHTuTe
ce onucea n 6enogpobHO 3acsiraHe ¢ pas3BUTUE Ha
SenogpobHa XxunepteHsna w/mnn OecHOCTpaHHa
cbpaeyvHa HegocTaTbyHOCT [8]. JleueHneTo ¢ KopTu-
KocTepoud, aHTUManapuk U MMyHocynpecop Aage
[obbp pesyntar. Mecel crieg xocnuTanusauusara
Ce OTYeTe 3HAYUTENHO NogobpeHMe Ha MuanruuTe,
apTpanrumte n (oTO4YBCTBUTENHUSA EPUTEM.



