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PeKOMEHAaLIMI/I no 3awlmTte 3[0pPOoBbs B YCNIOBUAX 3Kchemaan0|71 Xapbl

YuuThIBas HACTYIUIEHME TETUIOTO BpeMEeHU rojia B EBporeiickoM pernoHe, HaceJaeHUIo, Me-
JIMKAaM M OpraHaM 3[paBOOXPaHEHUsI HEOOXOAMMO MOATOTOBUTHCS K BO3MOXHOMN KCTpeMalib-
HoOM xape. ExxeroqHo takue morogHble ycIoBUsSI HAHOCAT BPE 3M0POBbI0 MHOXECTBA JIIOJIEH,
OCOOEHHO TMOXMIOro Bo3pacta. Kapa MOXeT ObITh NMPUUMHON IEperpeBaHusi OpraHu3Ma
BILJIOTh 0 TEIUIOBOTO yIapa, OCTPbIX HAPYILIEHUI CepleYHON NesITeIbHOCTU U PACCTPOICTB
CO3HaHUS, a TAKXe MOXET CIPOBOLIMPOBAThH YCYryOJeHHnEe MMEIOIIMXCs MaTOJ0TUYECKUX
COCTOSIHUH, TAKMX KaK CEPACUYHO-COCYIMCTbIE U PECTIMPATOPHbIE 3a00JIeBaHMS.

IMamsTku u nHbOpMaMoHHbIe MaTepuanbl BO3, mpenqHa3HaueHHbIE 1T 00eCTieueHUsT
TOTOBHOCTM M DPEarMpoBaHUsI Ha TMEPHUOIbl SKCTPEMAbHOM Kaphl, pa3MelleHbl Ha caiTe
www.who.int.

Pexomenmanmm i HaceJeHUs IPU HACTYTUIEHUM SKCTPEMAJIbHOM Kaphbl:

» CoxpaHsiiiTe mpoxjany B JOME, PETryJspHO TPOBEPSIATe TeMIeparypy B IMOMEIEHUN.
B uneane B nHeBHOE BpeMsi OHA He JoykKHA TpeBbiiath 32 °C, a B HouHoe — 24 °C.

» W306eraiite nmpedbiBaHus Ha kape. [1o BO3MOXHOCTH He BBIXOAUTE Ha YIUILY B IEPUOJ -
KOBbIX Temrepatyp. [1o Bo3aMoxxHOCTH u3beraiite Tskenoi dhusnyeckoii akruBHocTu. [locra-
paiitech nepxartbcsi B TeHU. He ocTapisiiiTe geTeil 1 JKMBOTHBIX B TIPUMTAPKOBAHHBIX aBTOMO-
OmJIsIX.

* [IpuHuMaliTe Mepbl MO OXJIaXIEeHUIO Teja (HarmpuMep, TPOXJaIHbIM Tyl UK BaHHY)
Y TIpeyNpeXaeH1I0 00e3BOXMBaHMS opranu3ma. Hocure jerkyio, CBOOOIHYIO OJEKIY U3 Ha-
TYpaJIbHbIX MaTepranioB. M crionb3yiiTe roJoBHOM YOOP € IIMPOKMUMU MOJISIMU U COJTHIIE3aIIUT-
Hble OYKU. PerynasipHo meiTe XXuaKoCcThb, 30erast aTKoroyisi U HalUTKOB, CoIepKaliux Kode-
vH u caxap. [IpuHumaiiTe nuiy MaJeHbKUMU MOPILUSIMU, HO Yalle, YyeM o0bldHO. K30eraiite
MUK, 6oraToii 6enKamu.

* Yaie ocBenoMIISIIITECH O COCTOSIHUY 3I0POBbSI POACTBEHHUKOB, IPY3€il U OMMHOKUX CO-
cenent.

» XpaHuTe MpUHUMAaeMble JJeKapcTBa Mpu TeMIiepatype He Boiiie 25 °C Win B XOJ0IWIbHU-
Ke (03HAKOMBTECH C YCJIOBUSMM XPaHEHHUSI, yKa3aHHBIMU Ha yTIaKOBKE).

» OOparutech 32 MEAMIIMHCKOI TTOMOIIIBIO, ec/ii Bbl cTpasaeTe XxpoHUYECKUM 3a00J1eBaH -
€M WU MPUHUMAEeTe MHOTO Pa3HBIX JIEKAPCTBEHHBIX MPENapaToB.

» Ecnu Bol 3aMevaete, uTo y yenoBeka cyxasi ropsiyasi Koxa Wjiv eCcIu y Hero HabJioaaeTcst
OpenoBoe COCTOSIHME, CYTOPOTH U/WIN OH TEPSIeT CO3HAHKEe, HEMEIUIEHHO 00paTUTeCh 3a Me-
JUIIUHCKON TTIOMOIIIBIO.

OcpuupmanbHbii cant BO3: www.who.int

HoBoctn FDA

Opno6peH MHHOBALIMOHHbIN KOMGMHUPOBaHHBIN Npenapar
Ansa nevyeHnsa Mykosumcumao3sa

2 utonsg YmpapieHHe MO KOHTPOJIO KauecTBa MPOAYKTOB MUTAHUS M JIEKAPCTBEHHBIX
cpenctB CIIA (FDA) omoGpwio miepBblii mpemnapar Wis JIeYeHUs MyKOBUCIIMA03a Y MallieH-
TOB C IBYMS KOIUsIMHU crielindudeckoi mytammu. [Ipemapat Opkam6u/Orkambi (KkomOmHa-
ust aymakadropa 200 Mr 1 uBakadTopa 125 MT) B HacTosIIee BpeMsl pa3pelieH IIs JeUeHUs
nalueHToB ctapiue 12 ger ¢ myrauueit F508del 6enka TpaHcMeMOpaHHOTO PEryasiTopa MyKo-
Buctnno3a (CFTR), yuacTByroliero B TpaHCIIOPTE MOHOB XJIOpa Yepe3 MeMOpaHy KieTku. JIu-
1a ¢ iByms konmsiMu Mytaruii F508del B rene CEFTR cocTaBisiior HarOOIBIIIyIO TPYIIITY ITa-
LIMEHTOB C MyKOBUCILIMI030M.

IIpenapar MpoaeMOHCTPUPOBAT CITOCOOHOCTh CYIECTBEHHO MOBBIIIATh 3(PHEKTUBHOCTH
Tepanuyu MyKOBHCIIMI03a 1O CPABHEHUIO C MMEIOIIMMKCS METOAaMU JIeUeHUsI. DKCIEePThI
FDA na3zBanu Takyio Tepanuio HacTosmuM popsiBoM. FDA Bkimounio OpkaM6u B Iporpam-
MY MPUOPUTETHOTO paccMoTpeHusl. [TocnenHsis peaycMaTprBaeT MpoBeieHne 0030pa 10Ka-
3aTeIbCTB 3((HEKTUBHOCTU U 6E30MAaCHOCTH MpenapaTa B TeYeHHUE OKOJIO 6 MeC BMECTO CTaH-
nMapTHHIX 10 Mec ¥ UCTIONb3yeTCsl IS JIEKAPCTBEHHBIX CPENCTB, KOTOPBIE MPEATOIOKUTETHHO
MOTYT 3HAYUMO YBEJINYUTh 3D(HEKTUBHOCTD JEUSHUS W YJIYYLIUTh JOCTYMHOCTb TEPAINUM.
Kpome Toro, FDA npenocraBmio OpkamOu craTtyc opdaHHOIO IpernapaTa, TaK KaK OH HC-
MOJIb3YETCS [UIS JIEUCHHUST PEAKOTO 3a00JIeBaHUSI.

BesomacHocTh 1 3hheKTUBHOCTH Mpernapara OleHUBaIach B ABYX ABOMHBIX CJAETIBIX TLIa-
11€00-KOHTPOJIMPOBAHHBIX KIMHUYECKUX MCCIENOBAHUSX, B KOTOPBIX MPUHSIU y4acTHe
1108 6oabHBIX ¢ MyKoBUcHI030M ctapiue 12 jgetr ¢ myraumeir F508del B rene CFTR.
B 3aBHCHMOCTH OT TPYIIIBI MAIMEHTHI Monydaiu symakadrop (600 mr 1 p/cyt mam 400 mr
Kaxmeie 12 1) B komOuHa1mu ¢ uBakadropom (250 mr kaxasie 12 4) uiu miameoo. Jdiaurensb-
HOCTB JIedeHUs cocTtaBuia 24 Hen. 1 orieHKY 3(D(hEeKTUBHOCTH TePAUU Y YIaCTHUKOB HC-
CJIeyeMBbIX TPYIIN OMpeaessiu o0beM (hopcupoBaHHOTO Bbimoxa 3a 1-10 cekyHay (ODB,).
CornacHo pe3ysbTaTaM UCIbITAaHUI Cpeliy MallMeHTOB, IPUHUMABIIMX KOMOMHALIMIO JTyMa-
kadropa u nBakadropa, Ha 30-39% pexe HabmOmaIMCh 00OCTpeHUsT 3ab0eBaHms. TakxKe
OTMeYaJIoCch 3HAYMTEbHOE yinydineHue mokasateneir OMB,; BHe 3aBUCUMOCTH OT JO3bI Jie-
KapCTBEHHbIX CPEJICTB.

ABTODBI MCCIIEAOBAHMSI OTMEUAIOT, YTO YaCTOTa MOOOUYHBIX 3(P(HEKTOB Teparnuu Obljia COMo-
CTaBUMOM C TAaKOBOU B rpyrrie Tuiaie6o. Hanbonee pacnpocTpaHeHHbIE HEXelaTelbHbIE SB-
JIEHUS BKITIOYAJTN OZIBIIIKY, MH(MEKIIMY BEPXHUX IbIXaTeIbHBIX MYTE, TOIIHOTY, IMAPEIO U ChIlb.

IIpemapar Opkam6u pon3BoauT KommaHus Vertex Pharmaceuticals Inc.

FDA ofo6puio HOBbIi aHTUTPOMOOLMTaPHbIV Npenapar Afs UCMOoJIb30BaHUs
BO BpeMsl KapAuoBaCcKYNspPHbIX BMeLLaTeNbCTB

22 utonst FDA ono6puino Kenrpean/Kengreal (kaHrpeaop) — BHyTpPUMBEHHBIN aHTUTPOMOO-
LIMTApHBII TpeTapat, KOTOPBI MPeA0TBpaliaeT 00pa3oBaHue TPOMOOB B KOPOHAPHBIX apTe-
PUSX Y B3POCIBIX MAI[MEHTOB, MOIJIEXAIIMX YPECKOXHOMY KOPOHAPHOMY BMEIIATEIbCTBY
(YKB).

ITo manubIM LleHTpOB Mo KoHTpo:o 1 podunakTrke 3adoneBanuii CILIA, exxeronno YKB
BoITIONTHSIeTCs TipuMepHO 500 ThIc. XutenssMm cTpaHbl. [IpemoTBpamias TpoM0O006pa3oBaHue,
npernapar CHMXKaeT PUCK CepPbe3HbIX OCIOKHEeHUM, cBsi3aHHbIX ¢ YKB, Takux Kak MHGMapKT
MUOKap/ia U TpoMOO03 CTeHTA.

Kak u B cimydae npyrux yrBepxkaeHHbIX FDA aHTUTpoMOOIIMTapHBIX penapaToB, Haubojaee
Cepbe3HbIM TTOOOUYHBIM 3(D(HEKTOM MpU UCTONIb30BaHUN KeHrpeana siBiisieTcsl pa3BUTHE KPO-
BOTeUeHUI. B KIMHUYECKOM HMccaenoBaHuM ¢ ydyactueM oosee 10 Thic. MaimeHToB 3¢ deK-
TUBHOCTh KeHrpeasa cpaBHMBaIM C TakKoBOI Ipemapara IlnaBukc/Plavix (Kmommmorpenb).
Kenrpeasn cyiiecTBeHHO CHMXKAJl YacTOTY MH(apKTa MUOKap/ia, TTOBTOPHBIX PeBACKYJISIpU3a-
1M 1 Tpombo3a cTeHTa. OOIIas YacToTa TSDKEIbIX KPOBOTEUEHUI Oblla HU3KOM, HO OoJiee
XapaKTePHOM [Tl TPYIIIIbI TIALIMEHTOB, MoJyJaBIInX KeHrpea.

[Ipenapar Kenrpean nponsBoaut kommanus The Medicines Company.

B CLUA pa3pelunnu npoTe3npoBaHme UCKYCCTBEHHbIX KnanaHoB SAPIEN
lll nokoneHus

17 mionss FDA onoGpwio mpuMeHeHUWe HOBOTO MOKOJIEHUMSI MCKYCCTBEHHBIX KJIalaHOB
SAPIEN III nist TpaHCKaTeTepHOTO MPOTE3UMPOBAHUS aOpTaJbHOIO KiaraHa y IMalieHTOB
C a0pTaJIbHBIM CTEHO30M. JlaHHBII BBHIOOD JIEYEHUS MMOKa3aH O0JbHBIM B HEOTIepabeTbHOM CO-
CTOSIHUM WJIU TIPY HAJIMYMK BBICOKOTO PUCKA CMEPTU MJIM OCJIOXKHEHUI B CBSA3U C OTepalineii
Ha OTKPBITOM CEPIIIE.

B otnmyme ot cTaHmapTHBIX MCKYCCTBEHHBIX KianmaHoB cepaia kinanaHbl SAPIEN ycraHas-
JIMBAIOTCS B XO/I€ MAJIOMHBA3MBHOM MPOLEAYPhI, HE TPEOYIOIIel BCKPHITUS TPYAHON KIETKU.
SAPIEN III — ato mocnentsist momeb KiamaHa SAPIEN mpousBoncrtBa komnanuu Edwards
Lifesciences. Takoii KjianaH MOXKET ObITh BBEIEH Yepe3 IeprepruuecKue cocyanl (0eapeHHYIO
WU TIONKIIOYMYHYIO apTepuio). Kpome Toro, coBpeMeHHBII KJIallaHHbIN MPOTe3 XapaKTepu-
3yeTcs TIOBBIIIEHHO HAAeKHOCTBIO, a TIOC/IE er0 MMIIAHTALIMM KpaitHe PeAKO HAOM0IaeTCs
MapanpoTe3Hasi peryprutaiusi.

[To nmpuuKMHe BBICOKOTO PUCKA, aCCOLMMPOBAHHOTO C XMPYPrMUECKUM BMEIIATEIHCTBOM,
Y JUTUTEILHOTO BPEMEHM BOCCTAHOBJIEHHSI TIOCIIE OTIepalliy Ha OTKPBITOM cepaiie okoso 30%
OOJIBHBIX OTHOCSTCS K IPYTITIE BBICOKOTO PUCKA XMPYPTUUECKUX OCIOXHEHUH. B KTnHnueckux
ncciaenoBanusax npumeHenre SAPIEN 111 mpomeMoHCTpHpPOBaio BEICOKYIO 0€30IMacHOCTh 1
3 HeKTUBHOCTD B JICYUSHUH MALMEHTOB BHICOKOTO XMPYPTUUecKoro prucka. CiaemnyeT HOMHUTD,
YTO UCIOIb30BAHUE YCTPOMCTBA Y OOJBHBIX, KOTOPbIE HE MOTYT MPUHUMATh aHTUKOATYJISTHT-
HYI0/aHTUTPOMOOILIMTAPHYIO TEPAINIO, TPOTUBOMOKA3AHO.

Penrenne FDA 6bU10 0OCHOBaHO Ha pe3yJibTaTaX KIMHUYECKOTO UCCIeTOBAHUS C yYacTUEM
583 manueHToB CO CTEHO30M a0pPTATbHOIO KJlallaHa, OTHOCSIIUXCS K TPYIIE BHICOKOTO pUCKa
OTHOCUTEJIBHO MTPOBE/ICHNSI ONEpalliy Ha OTKpbITOM cepale. [Tokasarennb napanpoTe3Hoii pe-
ryprutauuu 4epe3 30 qHE# mociie ornepanuy ObUT 3HAYMTENbHO HMXKE B TPYIIIE OOJBbHBIX
¢ ycranoBieHHbIM SAPIEN III (B cpentem 3%) 1o cpaBHEHUIO € MTallMEHTAaMK, KOTOPBIM MM-
mia"TupoBanu kiaanad SAPIEN I (B cpennem 14,3%).

OdwmumanbHbi cant FDA: www.fda.gov

Hosoctn EMA

Mpenapat Ctenapa ogo6peH Ans ie4eHnsi NOJPOCTKOB C yMEPEHHbIMMY
1 TsXKenbiMu hopmamm ncopmasa

29 wuroHsi EBporeiickoe areHTCTBO Mo MeauuuHCKUM mpernaparamM (EMA) omoGpuio
npenapar Crenapa/Stelara (ycTekmHyMa0) — HOBOE CPEICTBO [UISI TePariy OJISIIEYHOTO TICO-
puasa y maiueHToB crapiie 12 jeT, y KOTOPbIX ApyTMe CUCTEMHbIE METOMbI JeUeHUST UIU
doroTepanus Hea(PhHEKTUBHBI UK TUIOXO MepeHocsaTes. YTBepxaeHuio EMA npeaiiecTBoBa-
JIO TOJIOKUTENbHOE 3akitoueHre Komurera mo JieKkapcTBEHHBIM Iperaparam Uil yesloBeka
(CHMP) EMA, BeimanHoe B Mae 2015 ., COTJIaCHO KOTOPOMY PEKOMEHIOBAHO MCITOJIb30BaHIE
Crenapbl 1o JaHHOMY TIOKa3aHUIO.

BrsieuHslil ncopuas siBisieTcss Haubosee pacpoCTpaHEHHBIM BapUAHTOM 3a00JIeBaHUSI.
D10 XpoHUYECcKas ayTOMMMYHHasl aTOJIOTUs, TMarHoCTUpoBaHHas y 0,5-2% HaceneHus net-
CKOTO M MOJPOCTKOBOTO Bo3pacTa. [Icopuarnueckue OJsIKu (MSITHA BOCTIAIEHHON KPacHOI
KOKU, YacTO MOKPBITHIE CEPEOPUCTHIMM YELTyiiKaMu) COTIPOBOXKIAIOTCS 3yIOM U OO0JIe3HEH -
HBIMU OLIYIIEHUSIMU, HE TOBOPSI YK€ O KOCMETHYECKOM Jie(DeKTe U CBSI3aHHBIX C HUM TICUXO-
JIOTUYECKUX TEePEKMUBAHUSIX.

IIpenapar Crenapa coaepXXuT 4ejoBeueckrue MOHOKJIOHAIbHbBIE aHTUTENA, aKTUBHbBIE TIPO-
TUB MHTEPJICUKMHOB 12 1 23, UTparoliuX KJIIOYEeBYIO POJib B Pa3BUTUU Ticopuasa. [IpuMeHeHue
rpernapara NpuBOAMT K 3HAUUTETbHOMY OCJIa0JICHUIO TUCTOJIOTUUECKUX MPOSIBIEHUI TICOpra-
3a, BKJIIOYasi TUTIEPIUIa3Uio U Mpondepalnio KIeToK anuaepMuca. T TaHHbIE COIIaCyIoTCs
C KJIMHUYECKOH 3(h(eKTUBHOCTBIO Tpernapara.

TMonoxuTenbHOE pellleHne OCHOBAaHO Ha JaHHBIX MHOTOLIEHTPOBOTO PAHIIOMU3UPOBAHHOTO
JIBOMHOTO CJIENOro mianedo-KoHTpoarpoBaHHoro ucneitanus CADMUS. B HeM olieHuBa-
JIMCh 0e30macHOCTh M 3(DGhEKTUBHOCTh MCIOIb30BaHUs Tpernapata Crenapa y MalveHTOB
B Bo3pacTe oT 12 1o 17 JieT, KoTopble CTpamain OISIIeYHBIM IICOPUAa30M YMEPEHHOTO U TSKe-
Joro TeyeHus. Beero B uccnenoBaHuu npuHsuid yyactue 100 G0JbHBIX C MOATBEPXKIAEHHBIM
OJISIIIEYHBIM [ICOPUA30M (IMArHO3 ObUT YCTAHOBJICH HE MEHee YeM 3a 6 Mec 10 Havajia mpueMa
npemnapara).

ITpu ncronb30BaHMM MTperapaTa BO3MOXHbBI TOOOYHBIE PeakIlMi, CBSI3aHHBIE C OCIA0JeHU -
€M UMMYHHOIi cucTeMbl maireHTa. KpoMe Toro, ecth pucK pa3BUTHSI Pa3IUYHbBIX MHGEKIINI
(TprOKOBBIX, BUPYCHBIX, OaKTEpUAIbHBIX). B pamkax ricciaenoBaHumii HebIaronpusiTHbie COObI-
TUs Habmonanuch y 81,8 % mareHToB, motyvaBimx npenapar Crenapa, mpu 3ToM y 5,5% Obi-
11 3apUKCUPOBaHBI CEPbe3HbIE HEOMAronpusTHHIe cOObITHS. He ObLI0 BHISIBIEHO HU OHOTO
cilyvasi 310KaueCTBEHHBIX HOBOOOPA30BaHUI, ONMOPTYHUCTUYECKUX MHGDEKIINIA U aHADUTaK-
TUYECKUX PeaKIMil Ha (hoHe MPUMEHEHMS UCCIIEIyeMOro CPeICTBa.

IIpemapar Crenapa npousBoaut kommanus Janssen-Cilag International.

Opo6peH nepBbIvi Npenapart Ans fie4eHns peakoro 3a6osieBaHusi KOcTewn

26 uionss EMA omo6puiia MapkeTUHT acortasbl anbga (Strensiq) IUist JIUTEIbHOR Tepanun
runodocdaTazu — PeaKoro BpOXAEHHOTO MeTaboJMvYecKoro 3aboseBaHus Koctei. [umo-
docdarasus BbIzBaHA AeDUIIMTOM IIETOYHON (hocdaTasbl, KOTOPHIi BOSHUKAET U3-3a MyTa-
LIMM B TeHe, KOAMPYIOIeM HecielinuIecKuii TKaHeBOM U30(epMEHT LIe0uHOM hocharasbl.
JeduuuT nocienHei B opraHu3Me YeJoBeKa MPUBOIUT K TMIIOMUHEPAIN3ALIUM, BbIPAXKeH-
HBIM HapylIEeHUSIM CO CTOPOHBI KOCTE#l (YacTble TMepesoMbl) U JAPYTUM MHOXECTBEHHBIM
OCJIOKHEHUSIM (paHHSIS TOTepsi 3yOOB U Jp.). DTO 3a00jieBaHNE OCOOEHHO OTIACHO IS KU3HU,
€CJIM OHO BO3HMKAET BO BHYTPUYTPOOHOM IMEpUO/Ie UM y MilalieHIeB. V3-3a HEMOJHOLIEHHO-
IO Pa3BUTUS KOCTEH 1 AOMOJHUTEIbHBIX OCTOXHEHUI, TAKMX KaK TIPOOJIEMBI C IbIXaHUEM, 3TU
JIETH YacTo MOTUOAaI0T cpasy nocie poxaeHus. Eciu 3aboneBaHue pa3BuBaeTcs B 6osiee mosj-
HEM BO3pacTe, OHO, KaK MPaBUJI0, COBMECTUMO C XU3HbBIO.

J10 HACTOSIIIIEro BpeMEeHU He ObUIO 000PEHO HU OHOTO Mperapara s JeUYeHUs: 3TOTO CO-
CTOSIHUST; MTALMEHThI, KaK MIPABUJIO, MTOJYYaIu MOAAEPXKUBAIOLILYIO TepaIuio, HalpuMep mpe-
raparbl KajJbliMsl IS TIOAJEPXaHUSI ero YPOBHS B KPOBM M 00€300JIMBAIOLINE CPENCTBA.
Acoraza anbba IeicTByeT Kak 3aMeHa I1e10uHoi docdaTtasbl, 1eGUIUT KOTOPOI TUITUYCH
17151 runoocdaraszuu. MccneapoBaHus mokasaiu, 4To mpueM acoTasbl albha criocoOCTBYeT
YBEJMYEHUIO MACChl KOCTHOM TKaHU, YJIYYLIEHUIO MUHEPATU3ALMU U MEXaHUYECKUX CBOMCTB
KOCTEH.

Tpenapar Strensiq mosyum craryc opdanHoro cpenctsa. JleueHue acdorasoit anbda 10mK-
HO OBITh MPOJOJIKUTEIBHBIM, HO TIOKA €I1le HEe BBISICHEHO, CYLIECTBYIOT JIM OTAAJICHHBIE MO-
004YHbIE 9(DEKTHI.

[Ipemapat nmpon3sBonut Kommanus Alexion Pharmaceuticals Inc.
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