CEMEMWHAS CPEAU3EMHOMOPCKASA JINXOPALIKA

ATHUYECKAA NMPUHAANIEXXHOCTD

1 CeMenHana cpegmseMHOMOpPCKana nnxopagka
a (FMF) yacTo BCTpeyaeTcsl Y 9aTHUYECKMX rpynn
cpeAu3eMHOMOPCKOro NPOUCXOoXAEHUS®
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PacnpoctpaHeHHocTb FMF

CAMITOMDI

CemMeiiHaa cpeaM3eMHOMOPCKas IMXopaAKa XxapakTepuayeTcs peLuansupyoLmMmMm
KpaTKOBPEMEHHbIMU NPUCTYNAMM IMXOPAAKH U KIIMHUYECKMMM NPU3HaKaM1 NepUTOHNTA
(95 %), apTpuTa (> 50 %) v nnespuTa (40 %).34 [Ipyrue nposiBieHns: poxenosobHas

apuTeMa, SNUANANMUT, ANNTENbHbIA apTPUT, MUanrus.* Y 6osee yeM 85 % naLMeHToB
nposiBneHns 3a6oneeaHna Hab10AaOTCA

\_"_/ B BO3pacTe go 20 ner.3

B PHD®

JINXOPAKA MEPUTOHUT APTPUT NNEBPUT CbllNMb MWANTUA
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. LLE/IN IEYEHUA
CEMEMHOU CPEOAU3EMHOMOPCKOM JINXOPAJKW*

YnyuuieHne KayecTBa XXU3HH, KoHTponb MpeaynpexpeHune
KOHTPO/IMPYA PUCK CY6KIMHNYECKOro pa3BUTUA aMUIONA03A
o6ocTpeHuii BOCMaJIeHns B nepuos n3-3a NepPCUCTUPYIOLLLErO
M BOCNa/MTEeNbHbIN NpoLecc. MeXxay npucTynamu. BocnaneHus (mogaep)xaHve
HOpMasibHOW KOHLIEHTpaLuun
6enka CAA).




lNpuMeHeHHne KOJNIXULMHA He Bcerga
AOCTATOYHO NPM JIEYEHUM NALUEHTOB
C CeMeHHOU cpegHU3eMHOMOPCKOM
NUXOpagKW

PESUCTEHTHOCTDb

Pe3NCTEeHTHOCTb K KONIXMLUHY ONpefensieTcs IM60 HanuumeMm
nepuoANYECcKUX KJIMHMYECKNX 060CTpeHuii (B cpeiHeM OHO Unu
6onee o6ocTpeHue B MecsL, B TeYEHUe Tpex MecsLeB), 160
Ha/lMyneMm noBbiLeHHoro ypoeHs CPB unu CAA B nepvos Mexay
npuctynamm.®

HENMEPEHOCUMOCTD

B HeKOTOpbIX C/y4asXx HEBO3MOXHO 0CTUYDb onTUManbHOM
A03bl KOJIXULlUHaA U3-3a ero HenepeHoCuMoCTH (CI'IGSMbI B
XNBOTE, YyCUNEeHUe NepucTtanbTuKn, anapes, pBOTa).4

AMUJIONA03

AMUNONA03 pasBUBaeTCA KaK C/IeACTBME NePCUCTUPYIOLLEro
BOCNANIEHNs — BO3MOXHOMO NPOSAB/IEHNA HENepeHOCMMOCTH
KONXuumHa.®

[lna TaKux nauueHToB npenapart .
UNTAPUC® ABJNIAETCHA -

EANHCTBEHHbLIM O1OBbPEHHDbIM
B POCCUU BUOJIOTUYECKUM
NMPEMAPATOM'




80
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(CPB)® (N=31) P <0,001 (N=32)
KaHaknHymab 150 mr Mnaue6o

> Mpwu HeobxoaumocTy npenapat Unapuc® cnepyer npumensto
B KOM6MHaLK C KOJIXULUHOM. '

» Tlpenapat Vlnapuc® nokKasaH ana neyeHus nauueHtos ¢ FMF ctapue
ABYX fleT, f03a NpenapaTa BBOAUTCSA KaXble YeTbipe Hegenu.'

#I'IepBMquﬁ KOHEYHOW TOYKOW SIB/IETCA KOJIMYECTBO MaLMEHTOB C NOJHbIM OTBETOM, OMpeAesisieMblil Kak paspeLleHre 060CTpeHuil K 15 AHto (06Las oueHka Bpava
(OO0B) < 2 1 ypPOBEHb CPB = 10 Mr/n unn ymeHbLUeHUe Ha = 70 % OT UCXO[HOTO YPOBHS) U UX oTcyTCcTBYe A0 16-1 Hefenun (OOB = 2 v yposeHb CPB = 30 mr/n) (p < 0,001,
KaHak1Hyma6 o cpaBHeHUIo ¢ Nnawe6o).

*MoncKoBbIe aHann3bl MPOBOAUIUCD Y NALIMEHTOB, KOTOPbIM Gblfl Ha3HAYeH KaHaKUHYMat, C MPUMEHEHWEM CIenoro MeToAa Y MayneHToB ¢ Maccoi Tena > 40 Kr Aoy
yBenuumsanu o 300 Mr 1 pa3s B 4 Heflenu, y NaLUMeHTOB ¢ Maccoi Tena = 7,5 Kr u < 40 kr — 2 Mr/kr 1 pa3 B 4 Heaenu (p < 0,0001, kKaHak1HyMab no CpaBHEHMIO C
nnaye6o).

Cebinku: 1. Mnapnc® (kaHakuHymat). MHCTPYKLMsA NO MeAULIMHCKOMY NpUMeHeHuto npenapata Mnapuc® (kaHakuHyma6) J1M-001414. [locTynHo Ha caiite
[oCyAapCTBEHHOTO peecTpa JIeKapCTBEHHbIX CPeACTB. B nocnegHuii pas o6HosneHo 09.04.2020. 2. Ozen S et al. Semin Arthritis Rheum 2017; 47(1):115-120. 3. Wang
DQH et al. J Genet Syndr Gene Ther 2014, 5:5. 4. Kallinich T et al. Z Rheumatol 2019; 78:91-101. 5. Ozen S et al. Pediatric Rheumatology 2019; 17 (Suppl 1):18. Abstract
008. 10th Congress of International Society of Systemic Auto-Inflammatory Diseases (ISSAID). 6. De Benedetti F, et al. N Engl J Med 2018; 378:1908-1919
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WHrvbuTop uiTepneitkiHa 1- aHakinHymad 150 mr
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XN3Hb BALLNX

Mnapuc® - eguHCTBEHHDBI 0,06peHHbIN
B Poccum 6Monornyeckumn npenapar ans

neyeHus nauvenTtoB ¢ FMF?

Unapuc® npumensiercs B BuAe
MOAKOXXHbIX UHbBEKLUA C YAO6HbIM

pe>xumMmom go3upoeaHus’l.s

.
NOKA3AHUA K MPUMEHEHUIO'; N n PU C®

° 50]193Hb CTM"na (CMI,OA u ECB) UHru6uTop urTepnedkiia 1-B N\ (kanakurymat 150 mr )
e AyTtoBocnanurtenbHble cuHgpombl (FMF, CAPS, TRAPS, HIDS/MKD)

e OcTpbiK Nnogarpu4ecKum apTpuTt

KPATKAS MHCTPYKLINS MO MEAULIMHCKOMY NMPUMEHEHWIO IEKAPCTBEHHOIO MPEMAPATA WIAPUC®

KaHaknHymab, nmodunuaar Ans NpuroToBNEHUs pacTeopa Ans NoAKOXHOro BeeaeHus, 150 mr. PY: JIN-001414. Mpuvedanue: MNepes HasHa4eHNEM 03HAKOMBTECH C i no Ly oMy np! npenapara, BKNo4as MHCTPYKLMIO N0 NPUrOTOBNEHNIO
pacTsopa. MokasaHuA K NPUMEHEHMI0 AyTOBOCNANNTESIbHbIe CUHADOMbI ﬂg)wouwueCKom NMXOPAMK Y B3POCTbIX 1 AiETeiA B BO3PACTe 2 N1ET U CTapLue: *KPUOMMPUH-aCCOUMMPOBaHHbIi ey Moewuecw cuHapom (CAPS) , BKNIoYas:: - CemeliHblit X0N10A0BO
ayToBocnanuTesnbHbin cuHapom (FCAS)/cemeitHas xonoposas KparMBHML\a CU); - curapom Makna-Yansca (MWS); - MnafgHueckoe MyabTUCHCTEMHOE BOCNanUTeNbHoe 3abonesaHie (N )/XPOHUHECKI MNGAEHHECKVIA HEBPOSIOTHECKIA KOXHO-aPTKYNISPHBIA
curapom (CINCA). Mepuo, CIHOPOM, accC Hblli C peenTopamy k (hakTopy Hekposa onyxomu (TRAPS); eTunep-IgD-curapom/cuHapom AeduuuTa mesanoHar-kuHassl (HIDS/MKD); scemelikasi cpepmaemMHoMopekasi nuxopaaka (FMF) B MoHoTepanun
MY HANMYMY NPOTUBOMOKA3AHMIA K [HENEPEHOCUMOCTM Tepanii KONXVLMHOM Ui B KOMGMHALWMN C KONXMUMHOM NP OTCYTCTBMM afieKBATHOTO TEPANeBTUYECKOr0 0TBETA Ha MOHOTEPANMIO MaKCHMalbHO NePeHOCIMON 103071 KONXUUMHA. AKTvBHas (hasa GoneaHn
Ctunna, 8 Tom uucne 6oneskn Ctunna B3pocabix (BCB) 1 CUCTEMHOTO I0BEHUBHOTO MAMONaTUYECKOro apTpuTa (CHOWIA) y NauMeHTOB OT 2 NIET 1 CTapLUe NPW HeaaeKBaTHOM OTBETE Ha Tepaniio npOTUBOBOCH: (HNBM) ¢
CUCTEMHBIMY KOPTUKOCTEPOMAHbIMM Npenapatamy. Mpenapat Mnapnc® MOXHO NPUMEHSTL B MOHOTEPANUMIA U B KOMGUHALMM C MeToTpekcaTom. OCTPbIA NOAArPUYECKIR apTPUT C LIE/bIO NIEYEHIS YaCTbIX OCTPbIX NPUCTYNOB NOAArPUYECKOr0 apTPUTA U NPEAYNPEXAeHNs
PasBUTYSi HOBLIX NPUCTYNOB NPU HESM(EKTUBHOCTH, HENEPEHOCUMOCTI AW NPY HANMYMK NPOTUBONOKA3AHMI K NPUMEHEHMIO HECTEPOUAHBIX MPOTUBOBOCNANNTE bHBIX NPENapaTos W/UN KONXMUMHA 1 MY HEBO3MOXHOCTY NPOBEEHNS Tepaniii NOBTOPHBIMIA Kypcamin
TI0KOKOPTUKOCTEPOKA0B. CNoco6 npuMeHeHnA 1 Ao3bl ® CAPS: 150 mr Ans nauveHTos >4 neT ¢ maccoi Tena 6onee 40 Kr; 2 Mr/kr Ans NauneHTos >4 neT ¢ Maccoi Tena ot 15 kr fo 40 Kr; 4 Mr/kr AN NauMeHToB ¢ Maccow Tena =7,5 kr. Ec/m npu cTapToBoi A03e
150 Mr 1an 2 Mr/Kr He NoNy4eH YAOBNETBOPUTENbHbIN KMHNYECKUI OTBET B TEYEHe 7 AHEi, BO3MOXHO NPOBEAEHNE BTOPOV MHbEKUMW Npenapata B o3e 150 Mr (npu macce Tena >40 kr) v 2 Mr/kr (npi macce Tena 215 kr u <40 kr). B nocneayiolem aaHHbIM
nauveHTaMm PEKOMEH0BaHO NPOBOANTL MOAAEPXMBaIOLLYI0 Tepanuio B fo3e 300 mr (pn macce Tena >40 kr) unu 4 mMr/kr ¢ MHTepBanom 8 Hedens (npu macce Tena >15 kr 1 <40 kr). Ecnv yAoBNETBOPUTENbHBIA KNMHUYECKMI 3(dEKT He HABMioaeTes B Tevere 7
[AHel NoCAe MOBBILEHNS A03bI, BOBMOXHO NPOBEAGHNE TPeTbeit MHbeKuun Npenapata Vinapuc® & gose 300 Mr (Npu Macce Tena >40 Kr) unm 4 Mr/kr (Mpu Macce Tena 15 kr 1 < 40 kr). B nocneuymmem A@HHbIM NaLeHTaM PEKOMEHAOBAHO NPOBOAUTS,
noAepxvBatoLLyto Tepanuio B fo3e 600 Mr (npu Macce Tena >40 kr) uan 8 Mr/kr (npu macce Tena >15 kr u <40 kr) ¢ nHTepsanom 8 Heaenb. ECav npu cTapToBoi A03e 4 Mr/kr 3DDEKT He Hi CS1 B Te4eHVe 7 AHeit nocne
NEPBOV MHBEKLWMIA, BOSMOXHO NPOBEAEHIE BTOPOV UHbEKLUM npenapata Vinapuc® B f03e 4 Mr/kr. Tpu AOCTUXEHUU B NOCEAYIOLIEM NONHOTO KIMHIUYECKOTO OTBETA /JaHHbIM NaLiieHTaM peKomeHnyeTcsi noAAepXUBaloLLas Tepanvs npenapatoM 8 4o3e 8 Mr/kr 1
MHbeKUMS ¢ nHTepBanom 8 Hefenb. ¢ TRAPS, HIDS/MKD, FMF: 150 mr y nauuneHToB ¢ Maccoit Tena <40 Kr; 2 Mr/Kr y nauneHTos ¢ Maccoil Tena <40 Kr B BAe N/K MHbEKLMM Kaxable 4 Hegenu. MNpu 0TCYTCTBUN YAOBNETBOPUTENBHOIO KNMHIYECKOTO 0TBETA B TEYeH!e
7 AHeil BO3MOXHO NPOBEAEHIe BTOPOI MHBbeKLMI npenapata B fose 150 Mr (npu macce Tena >40 kr) uam 2 mr/kr (npu Macce Tena <40 kr). B nocneayioliem AaHHbIM NauveHTam pekoMeHA0BaHO NPOBOAUTL NOAAEPXMBaIOLLYI0 Tepanvio B Ao3e 300 Mr nnn 4 Mr/kr
Kaxgble 4 Heflenv B BUAE Nk ubexumn.e BCB 1 cOWA: pekoMeHoBaHHas 03a y NauMeHToB ¢ Maccoil Tena =7,5 Kr cocTaBnseT 4 mr/kr (¢ ysenuuernem fo 300 Mr) Kaxasle 4 Hefen B BUAE Nk MHbeKLMM. ¢ MoAArpUyecKuit apTpUT - PEKOMEH[0BaHHaS [03a
npenapara y B3poC/bIx CocTasnseT 150 Mr, npenapat BBOAST N/k OAHOKPATHO BO Bpemst 06OCTPEHNS. [1s JOCTUXEHNA MaKCHMaNbHOM 3(MEKTUBHOCTY NpenapaT HeoBXoANMO BBOAUTL Kak MOXHO paHblUe Noc/e Hayana npucTyna nofarpuyeckoro apTpura.
TaLyeHTam C OTCYTCTBIEM TEPANEBTHYECKOrO OTBETA Ha NEPBYI0 MHBEKLMIO HE CIIeAYET BBOAUTS Npenapar MosTOPHO. Y NaLMEHTOB C MONOXUTENbHbIM OTBETOM Ha Tepanvio NpenapaTom npin HEOGXOANMOCTY MPOAIKEHNS Nle4eHIs MOBTOPHOE BBE/igHIE NpenapaTa
BO3MOXHO He paHee YeM Yepes 12 Hefenb nocne npeasiaylien

VHbEKLMI.NPOTBONOKa3aHNA: ® MOATBEPX/AEHHas NOBLILIEHHAS YyBCTBUTENLHOCTb K ASTICTBYIOUIEMY BELLECTBY UM APYriAM KOMMOHEHTaM npenapaTa B aHamHeae. ® OCTpble TAxenble MHheKUMoHHbIe 3aGonesanns. . *[leTn Mnaawe 2 net (6eaonacHocTb U
3heKTUBHOCTE

N9 YKa3aHHOI KATEropun NAUNEHTOB U3Y4eHbl HEOCTaTO4HO). OCOBbIE yKa3aHUA ¢ VHdekuu. C 0CTOPOXHOCTBIO MPUMEHSTE Y NAUMEHTOB G THXE/bIMA MH(SKLMSIMY, XDOHMHECKIMY MHDEKLMSMA, PELTNBADYIOUIMMMA HDEKLAMY B aHAMHE3E W COCTOSHISMM,
npeApacnonaralLyM1 K pasenTvio MHAEKLMI. JledeHre nofarpiieckoro aptpuTa, a Takxe nauuextos ¢ CAPS, TRAPS, HIDS/FMF, BCB 1 ctOWA) He cneayeT HaunHaTb W NPOAOMXKATL Y NALMEHTOB C UHDEKLMOHHBIMI 3aBoNeBaHusMIA B akTvBHON (hade. Mpenapar He
PEKOMEH[IYETCS MPUMEHSTE OIHOBPEMEHHO C UHrMGUTOpamu OHO B CBA3N C YBE/MUEHMEM PUCKa PASBITHS THKENbIX MH(EKLMIA. *TYGEpKY/Iea 1 OMOPTYHICTUHECKME MH(DEKLMN: MOXET YBENMUMBATL PUCK PEaKTUBALMN TYGEPKYNIE3a AN APYTUX ONMOPTYHNCTUYECKNX
UHAEKLYIL; A0, BO BPEMS U 11OCNE NEYEHVS CNEAYET HaGMIoAATb NALWEHTa C LUENbI0 BbIABNEHIA aKTUBHOV W/IM TATEHTHON TYGEPKYNIESHOM MH(EKLA. B CBA3U C BOSMOXHOCTBIO IOXHOMONOKMUTENBHOTO peaynmara KOXHOV TYBEPKYMHOBOI NPoBkl cneayeT

PaceMOTPETL BOBMOXHOCTb NPOBEAGHHS afbTEPHATUBHOTO METOAA ANATHOCTUKM TyGEPKYNE3HOM MH(EKLIAYN Y NALMEHTOB C NONOXMTEbHbIM PE3YNIbTATOM KOXHOI Ty6ep i npo6bi. Mpi p HOV MHEDEKLIMN Nedenue npenapaTom Vinapnc® He
CNeAyeT Ha4ynHaTb UK NPOAOIXaTh @ 3110Ka4€eCTBEHHbIE HOBOOépaSOEaHVIﬂ PVCK BO3HWKHOBEHWNA 3/10KA4ECTBEHHbIX HDEDDspaBOBaHWM Ha C‘}DHE MPUMEHEHWUS aHTw-| MHTEDHGMKMHG (VU'I) 1 HensBecTeH. ® AﬂﬂEpFMHeCKMe peakuyuu: Kak n gpyrve GEJ'IKM NPUMEHSEMbIE B
(hOPMe VHBEKLWT, KaHAKUHYMAG MOXET BbI3bIBATb PEaKLMA runep ocTH; 06 TOWAHbIX UM aHA(UKTUHECKYIX PEBKLIMSIX HE COOBLIAN0CH. *BaKLMHALMM: HE CegyeT npi HO C KMBBIMYA * HeiTponeHus: y naumeHTos

C HelTpONeHwelt NeveHe KaHaknHyMaboM HauuHaTb He cneayer. Mepe/ NpUMeHeHVEM CNeayeT oNpeaenTb YUCNo HelTPodMNoB. *CUHAPOM aKTUBaLMN Makpodaros y nauneHTos ¢ BCB 1 ctOMA. CuHAPOM akTUBaLMM MaKpO(haros - 3BECTHOE XU3HEYrpoXaloLiee
COCTOSHUE, KOTOPOE MOXET Pa3BUBATLCS Y NALMEHTOB C PEBMATUHECKIMM 3a6018BAHNAMM, B YACTHOCTY Y NALMEHTOB C 60Ne3HbI0 CTUANA 1 TPEBYET MHTEHCUBHOI Tepanuu. Bpauy CneayeT BHIMATEsbHO OTHOCUTECS K CUMITOMAM UH(EKLMA N YXYALIEHMIO TeYeHNs
3a60/1eBaHIS, U3BECTHLIMI Kak NYCKOBOV MeXaHM3M A5 CHHAPOMA aKTUBALWMM MakpOharos. Mo AaHHLIM KMHIHECKIX UCCIEA0BAHII NPENapaT, He YBENNMBAST PUCK PA3BITUS CHHAPOMA aKTUBALWM Makpoharos y naumeHTos ¢ ClOVIA, ofHaKo caenarb
OKOHYTE/IHbIE BBIBOLbI HE MPEACTABAFETCS BOIMOXHEIM. BEDEMEHHOCTb, NEPUOA MPYAHOTO BCKAPMAMBAHWS, NALMEHTb! U NaLMEHTKN C COXPaHEHHBIM PEMPOAYKTUBHBIM NOTEHUMANOM: NPUMEHEHNE Npenapara y 6epemMeHHbIX NaLyMeHTOK UM Y NaLMEeHTOK, MNaHVPYIoLLIMX
6EPEMEHHOCT, BOMOXHO TONbKO MOC/E TILATENLHOM OLIEHKM OTHOLLEHMS N0Nb3a-PUCK. He PeKOMEHA0BAHO MPUMEHEHNE XVBbIX BAKLUMH Y HOBOPOXIEHHOrO, NOABEPTLIErocs AEeVCTBII0 KaHakuHymata in utero, B TeueHie 16 Hefjeslb NOCNE NONYYEHNS MaTEPbI0
nocneaHeit 403bl kaHakiHyMata 0 pofos. Pelerie o

TPYAHOM BCKAPM/IMBAHIN Ha (DOHE Tepanit NPenapatoM CIEAYeT NPUHIMATL TONLKO NOCAE TUATENLHOM OLUEHKM OTHOLEHUS MoNb3a-pUcK. Mo6oYHoe AeHCTBME OueHb HaCTO: MHDEKLMM (HANPUMED, HABOMAPUHIUT, CHHYCHT, UHBEKLMM BEDXHUX fbIXaTeNbHLIX NyTel,
TOH3WAT, PUHUT, BPOHXYT, VHDEKLMI MOUEBLIBOAALIMX NyTel, MH(DEKUVOHHbIE 3a00NeBaHHS Yxa, raCTPOHTEPHT, (DapUHTUT, MHEBMOHUS, KaHAWAO3HbIA BY/bBOBATVIHUT, BUPYCHaS MH(EKLVS, TPUNT), rONOBOKPYXeHE/BEPTUT0, BOMb B BEPXHEN YaCTH XMBOTA,
peakuum B

MecTe BBefieHIst npenapata. G MosHbIM NepeUHEM HeXeNaTeNbHbIX PEAKLMIA MOXHO 03HAKOMUTLCS B MHCTPYKLIM M0 MEAULMHCKOMY NpiMexeryio. BaaumopedcTaun Cy6eTparsl usodepmenTos CYP450 C yaKiM TepaneBTUYECKUM HAEKCOM: HEOGXOMMM
TepaneBTUYECKM KOHTPONb AMEKTUBHOCTM MM KOHLEHTPALWMN AEVICTBYIOLLEro BelLecTsa Npu MHULMNPOBAHWM Tepanui npenapatom Mnapuc® 1 npu HEOOXO4MMOCTY MPOBOANTE MHAVBUAYABHYIO KODPEKLMIO A03b!

“Mepen Ha: npenapara, nc ] o b C NONHOI p

Vcnonb3osaHHsle He ABNSOTCA PeanbHbix NauveHToB. ToNbKO A5 MeAULIMHCKIX 1 (hapMaLeBTUYECKIX PAaBOTHUKOB. [115 PACPOCTPAHEHNA B MECTaX NPOBEAEHNS MEAULMHCKVX NI (DapMALEBTUYECKYIX BbICTABOK, CEMIHAPOB,
KOH(EPEHLNI 1 MHbIX NOA0BHbIX MEpONpPUATII

000 "HoBapTtuc ®apma"

d) NOVARTIS | Reimagining Medicine 125315 Mockga, JleHuHrpagckui np-T, 4. 72, kopn. 3
Ten. (495) 967 1270, chakc: (495) 967 1268, www.novartis.ru



	Blank Page



