peuienuem O HASHAYeHUU NOCie008amenbHol Komounuposannou mepanuu (Pucynok 2,
Ipunoowcenue K1) [12].

VY mammentos WAL, HJIAT, JIAT npu npueme JiekapcTBEHHBIX npemnapatos, JIAI' Ha ¢one
C13CT, pesunyanbHoir JIAI' mocie KOppeKIHUH MPOCTHIX CUCTEMHO-JIETOYHBIX IIYHTOB MPHU
CEpIICYHO-JIETOYHOM  KOMOPOUIHOCTH  CIEAYeT paccMOTPeTb TMPOBEACHHE HayalbHOU
monoteparnuu UDJD-5 wmu ADP [12].

EOK IIaC (YYP C, YA 5)

KommenTapuii. Haznauenue cmapmosoul komounuposanrot JIAI-cneyuguueckoii mepanuu y
nayuenmos ¢ UJIAT/HIIAL/ JIAT, accoyuuposanuoii ¢ npuemom 1eKapCmeeHHblX Npenapamoa,
JIAT- Cm3CT cmapuwux 803pacmusix epynn npu HAIUYUU CePOeYHO-1e20YHOU KOMOPOUOHOCHU
He NOKA3ano pe3yibmamos, Habn0aemvlx y 6onee MOL00bIX Kiaccuieckux nayuenmos c JIAI
[189]. Cnedyem ommemumob, umo 3HAUUMAS CONYMCMEYIOWAS NAMONOCUS, BKIIOUAS
3ab01es8anusi cepoya U 1e2Kux, mpaouyuoHHO AGIANACy Kpumepuem UCKII0YeHUs 0l y4acmusl
nayuenmos 6o eécex PKU no oyenxe s¢ppexmusnocmu/ 6ezonacnocmu JIAI-cneyughuueckoi
mepanuu [6, 189, 190]. [lo oannvim pecucmpa COMPERA, 35,8% oonvnvix UJIALI umenu
namono2uro 1egvlx omoenog cepoya u 51,6% - 3abonesanus neexkux [139]. Ilo cpagnenuto c
nayuenmamu 6e3 cepoeyHo-1e204HOU KOMOPOUOHOCMU Y OOIbHBIX ¢ NAMOJI02Uell 1e8blX OMOEN08
cepoya unu 1eekux ommeyaemcs xyowuti omeem Ha JIAI-cneyughuueckyio mepanuio u meHbulas
8EPOSIMHOCMb OOCMUICEHUsS. CIMAmyca HU3K020 pUcKa, 0o/iee GblCOKUL PUCK NPEeKpaujeHus:
JledeHusl No npudUne HedphekmusHocmu uiu nIoXol neperocumocmu u cmepmuocmu [12].

V¥ nanumentos WJIAIL, HJIATL, JIAI' npu npueme nexapctBeHHbIX npenaparos, JIAI'-CT3CT,
pesunyansHoil JIAIT mociie KOppeKIMU MPOCTBIX CHCTEMHO-JIETOYHBIX IIYHTOB C CEPACYHO-
JIETOYHON KOMOPOMIHOCTBIO, COXPAHSIOMIMX MPOMEXKYTOUHBIA/BHICOKUH pUCK Ha (oOHE
MoHoTepanuun H®PJ[D-5 wimm ADP, BO3MOXHO paccMOTPETh BONPOC O HAa3HAYECHUU
JIOTIOJTHUTEIIBHBIX NpenaparoB A jeueHus JIAI' B unquBnyansHoM nopsake [12].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. C yuemom ewipasicennoii 2emepo2enHocmu NONYIayuY NAyueHmos, UcXoOHo
Cmpamu@uyuposanHvlX 8 2pynNny HU3K020 PUCKA U 803MOJCHOCMU npozpeccuposanus JIAL
cnedyem obecneuums mujamenbHoe Habm00eHue 3a 601bHbIMU KadicOble 6-12 mecayes ¢ yenvio
ceoespemennoll koppexkyuu mepanuu [15, 185]. Ilo oannvim memaananuza 3apyoOerncHuIX
pecucmpos, y nayuenmos JIAI" ¢ ucxoonwim I-11 @K uepez mpu cooa nabaooenus 1emaipHoCmsb

cocmasuna 22% [186].
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Ctparterusi CTapTOBOM MOHOTEpanuMu MpeanodyTuTeabHa Yy mnaunueHtoB ¢ JIAT-BUY,
nopronyiabMoHanibHON JIAL, pu cunapome DW3eHMEHIrepa ¢ y4eTOM OTCYTCTBHS JAHHBIX O
BJIIMSIHUW CTapTOBOM KOMOMHHMPOBAHHOW TepalHy HAa BEDKUBAEMOCTh U IporpeccupoBanue JIAT
(pasmen 4.1) [9, 12]. Crpareruss MOHOTEpAllUHd MOXET OBITH OOOCHOBAaHA KPHTEPHIMHU
0€30MacHOCTH: y MAIMEHTOB C IMOJ03PEHUEM WM BhICOKOU BeposiTHOCThI0 JIBOB/JIKT, a Taxke
IIpY BO3MOXKHBIX INPOTHBOIIOKA3aHMSX, HAlpUMep, Tsokenol nartonoruu nedenu [15]. Ilpm
Ha3HAuYEHUH HavalbHON KoMOMHMpoBaHHOU JIAT -ciennuyeckoit Tepanuu ciaeryeT yYuThIBaTh
OpraHHU3al[MOHHbIE, OPUIUYECKHEe U JApyrue (HOpMajIbHOCTH, MPUBOISIIME K CIONKHOCTIM
JIEKapCTBEHHOT'0 oOecrieueHus B peruoHax PO [187].

V¥ narmentoB ¢ JIAT, acconuuposannoii ¢ BUY-undexmnmeit, cineayer paccMOTpeTb IPUMEHEHNE
HAuaJIbHOM  MOHOTEpamMd C  TOCHEAYIOUMM  Ha3Hau€HWEeM, TIpH  HEOOXOIUMOCTH,
MoCJe0BaTeIbHOW KOMOMHUPOBAHHON TEpanmuy C y4YeTOM COIYTCTBYIOIIMX 3a00JeBaHUIl U
MEIKJIEKapCTBEHHBIX B3auMmoeiicTaumii [12,15, 16].

EOK IIaC (YYP C, YA 3)

VY nanueHToB € MOPTOMYJIbMOHAIBHOM TMIIEPTEH3UEH CIEAYeT pPACCMOTPETh IPUMEHEHHE
HAYaJbHOM  MOHOTEpamMM C  TMOCIACAYIONIMM  Ha3HauYeHHUEeM, TMpH  HEOOXOJIMMOCTH,
MoCcJe0BaTEIbHOW KOMOMHUPOBAHHOM Tepanmuy C yYeTOM MATOJIOTHH NEeUEHU U MOKa3aHWH K
TpaHcIuTaHTanuu neuenu [12, 15, 16].

EOK IIaC (YYP C, YA 5)

Y manueHToB C CHUHAPOMOM Oi3eHMeHrepa JUisl YIydlleHHs MEPeHOCHMOCTH (pu3nveckon
Harpy3Kd peKOMEHyeTcs pruMeHeHrne 0o3eHTana** [191].

EOKIB (YYP B, Y] 2)

VYV B3pocneix ¢ BIIC, Bkitouas cUHApOM OW3EHMEHTEpa, CIEAyeT PacCMOTPETh BOIPOC O
Ha3HaueHuu Apyrux APD, UDJID-5, puonuryara**, uwionpocra wim cenexcunara** [12,15,16].
EOK ITaC (YYP C, Y 3)

VY B3poCIBIX MAMEHTOB C CUHAPOMOM DH3EHMEHIepa PEKOMEHI0BAaHO PacCMOTPETh BOIPOC O
Ha3HAYeHUM MOCIEeA0BATEIbHON KOMOWHHUPOBAHHOM Tepamuu MpH HEAOCTH)KEHUU Iesel
neuenus [12, 16, 48].

EOK I1aC (YYP C, Y1 5)

3.2.2.7.2. CrapToBasi KOMOMHHPOBAHHAas Tepanus

[Tpu coBMecTHOM Ha3HaueHuu JIAT-cmenmduueckux mpenaparoB, BIUSIONIMX HAa HECKOJIBKO

myTell TaToreHe3a 3a0oiieBaHUs, HAOIIOJAETCS CHHEPTU3M JEUCTBUSA. D(PGHEKTUBHOCTH
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KOMOMHHMpPOBAaHHOW Tepamuu OIpeiessieTcsl € Y4Y4eTOM BO3MOXKHBIX MEXKJIEKapCTBEHHBIX

B3aUMO/ICHCTBHI U pucKa moOouHbIx 3¢ dekron [15, 16, 187,335].

[Taiuentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
MOCJIE KOPPEKIIUH MTPOCTHIX CUCTEMHO-JIETOYHBIX ITYHTOB, JIAT-CT3CT nmpomexyTOUHOIr0 pucka
0e3 cepAeyHO-JIETOYHON KOMOPOMIHOCTH PpEKOMEHAyeTCs HayalbHas KOMOWHUpPOBaHHAsS
tepanusi ADP B couetannu ¢ UDJID-5 unu puorryarom™* [15, 16, 187,333,334].

PKO I1aC (YYP C, Y1 5)

[Taiuentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
110CJI€ KOPPEKIMH IPOCTBIX CUCTEMHO-JIETOUHBIX IYHTOB, JIAI'-CT3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JIETOYHOH KOMOPOMAHOCTH pEKOMEHAyeTCs HayalbHasi KOMOWHUpPOBaHHAsS
tepanus puouuryarom** wiu UDID-5 B coueranuu ¢ ADP [187, 192].

PKO IIbC (YYP C, YA/ 5)

[Matmentam UJIAT/HIJIAT/JIAT npu npueme IeKapCTBEHHBIX MPETapaToB, pe3uayanbHoi JIAT
10CJI€ KOPPEKIMH IPOCTBIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAI'-Ct3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JeroYHON KOMOPOUIHOCTH PEKOMEHAYEeTCsl HadalbHas KOMOWHUPOBaHHAs
Tepanus ceilekcunaroM™** wiu uionpoctom B couetanuu ¢ ADP [187,192].

PKO IIbC (YYP C, YA 5)

[Marmentam UJIAT/HIJIAT/JIAT npu npueme IeKapCTBEHHBIX MPETapaToB, pe3uayanbHoi JIAT
MOCJIe KOPPEKIIUU MPOCTHIX CUCTEMHO-1erouHbIX IyHToB, JIAT-CTt3CT BrIcOKOTO pHrcka (>20%
B roJ1) 0e3 cep/ieuHO-JIerouHoi KOMOPOUTHOCTH PEKOMEHIyeTCsl HaualbHas KOMOMHUPOBaHHAS
JIAT -cietuduueckas tepanus UDJ]3-5/ puonuryarom™*, ADP 1 MHraIsIIIUOHHBIM HIIOTPOCTOM
[12, 15, 16, 48].

EOK IIbC (YYP C, Y1 5)

[Matmentam UJIAT/HIJIAT/JIAT npu npueme eKapCTBEHHBIX MPENaparoB, pe3uayanbHoi JIAT
1ocjie KOPPEKIUH MPOCThIX CHUCTeMHO-JIerouHbix 1IyHTOB, JIAI'-CT3CT BbicOKOro pucka 6e3
CEP/IEYHO-JICTOYHON KOMOPOUIHOCTH PEKOMEHIYeTCsl HavdanbHas komOmHupoBanHas JIATL-
crnieruduueckas tepanus UDOJ[I-5/ puoruryatom**, ADP u cenekcunarom** [12, 15, 16, 48].

EOK IIbC (YYP C, Y]] 4)

3.2.2.7.3. IlociienoBare/ibHasi KOMOMHMPOBAHHAS Tepanus
bonbmmucTBo PKU npoBoauinocs B pexuMe mocieoBaTesIbHON KOMOMHUPOBAHHON TEparuu,
YTO OTpakaeT KOHIeNnuuoo yBenuueHuss obbema JIAIT crenuduyeckoil Tepanuu mpu

HEJIOCTIDKCHUU KPUTEPHEB HU3KOTO pHCKa JieTanbHocTH [49, 125, 187].
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Pexomennyercsi ocymecTBiATh 3ckanauuio JIAI-cmeunpuyeckoil Tepanuu Ha OCHOBAHUHU
JTAHHBIX OLIEHKU PUCKA CMEPTHOCTHU M OOLIHX JIe4eOHBIX cTpaTeruit [12].

EOKIC (YYP C, Y1 5)

PexomeHnmoBaHO Ha3HaUYeHUEe MaluTeHTaHa** manuenTam ¢ JIAL', He JOCTHUIILIMM IIeJIeH JIeUeHuUs
npu HazHaueHun UWDJ[D-5 wuiaM UHTATSIMOHHOTO WJIONPOCTa, JMJI CHMXKCHHUS pHUCKA
3aboneBaeMocTu/cMepTHOCTH [6, 12, 15, 16, 335].

EOK IB (YYP C, YA/ 5)

Kommenrtapuii. B PKU SERAPHIN 63,7% nayuenmos c¢ JIAI' nonyuanu 6a3o6yio
cneyuguueckyro mepanuio, npeumyuecmeenno HUDID-5, 5,4% nayuenmos — awnanocamu
npocmayuxkiuna. Ha ¢pone nocnedosamenvHou KoMOUHUPOBAHHOU mMepanuu, 6KI0oYasuiel
MayumeHman** puck Heon1a2onpusmusbiX coObIMmull (20CHUMANU3AYUY, CMePMb, VXYOuleHue
meuenus JIAI', mpancnianmayus/ampuocenmomomusi) cuudicancsa na 38% (p=0,009) [50].
[Matmentam ¢ UJIAT, HJIAT, JIAT BcneacTBue mpreMa JIGKapCTBEHHBIX MPENapaToB/TOKCHHOB
pexoMeHayeTcst to0aBiIeHne ceekcunara®™* st CHIKEHUS prucKa 3a0071eBaeMOCTH/ CMEPTHOCTH
IpH JOCTHXKEHUH MPOMEXYTOYHOrO prucka Ha (one Tepanuu UDD-5 w/mmu ADP [12, 183,
193].

EOKIB (YYP C, YA/ 5)

KommenTtapuii. B PKH GRIPHON puck nebraconpusmuulx cobvimuii cHudcancs na 37% 6
2pynne nayueHmos, noaydasuiux cenexcunaz** ¢ oononnenue xk mepanuu UDII-5 u ADP
(n=179) no cpasnenuto c epynnoi, noryyaguieli 08OUHYI0 KOMOUHUPOBanHY0 mepanuto (n=197)
[183]. Puck wuebnaconpusmuvix cobvimuii 3a 30-mecsaunviti nepuod Habawdenus 6 PKU
GRIPHON ymenvwancsa na 63% y nayuenmos co Il @K (BO3) na ¢one nocredosamenbroli
mpotiHou mepanuu (n=55) no cpasnenuto c¢ 0sotinot JIAI-cneyuguueckou mepanueti (n=60).
Haubonvwee cnusicenue pucka Hebaazonpusamusix coObImull pecucmpuposaics npu Ha3sHa4eHuu

**

cejekcunaza 6 Kadecmee emopoco uiu mpemveco npenapama no OMHOULEHUIO K H@ﬂS-S

w/unu APD y nayuenmog HU3k020 pucka u 6 mederue nepsvix 6 mecayes nocie yCmaHos1eHus
ouaenosa [193,194].

PexomeHn10BaHO HazHaueHue puoruryara** 0onpHeM JIALT, HE JOCTUTIINM LN JeueHus pu
Ha3zHAuYeHUM OO3eHTaHa™**, M yJmydIIeHHUs MepeHOCHMOCTH (U3nYecKoil Harpys3ku [6, 15, 16,
177].

EOK IB (YYP B, Y] 2)

Jns  ynydmieHus TEepeHOCUMOCTH (M3WYECKOH Harpy3Kd pEeKOMEHIOBAHO pPacCMOTPETh

n00aBIIEHUE HHTATSAIIMOHHOTO HIIONPOCTa K 603eHTany™* [6, 15, 16, 195, 196].
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EOK I1aB (YYP B, Y1/1 2) EOK

Jns  ynydimeHus TEepeHOCUMOCTH (M3WYECKOH Harpy3kd pEKOMEHIOBAHO pPacCMOTPETh
N00aBJICHUE WHTAAMOHHOTO WIONPOCTA K aMOpu3eHTany** winu mauutentany** [6, 15, 16].
EOK IIbC (YYP C, Y1 5)

Jns  ynydimeHuss TEepEeHOCUMOCTH (U3WYECKOH Harpy3Kd pEKOMEHIOBAHO pPacCMOTPETh
no6asienue amOpuzentana** k UDJ13-5 uim puonmryary** [197, 198].

EOK IIbC (YYP C, Y1 4)

Jns  ynydimeHuss TEepEeHOCUMOCTH (U3MYECKOH Harpy3Kd pEKOMEHIOBAaHO pPacCMOTPETh
nobaBiieHHEe MalUTeHTaHa* * Kk puoruryary** [187, 199].

EOK IIbC (YYP C, YA 5)

Jns  ynydimeHus TepeHOCUMOCTH (DU3MYECKMX Harpy30K pEeKOMEHJOBAaHO pPacCMOTPETh
no6asienue tananadpuia k 6o3entany™** [12,335].

PKO IIaC (YYP C, YA 5)

JoGaBnenne ©Oo3eHTaHa*™* K cwigeHaduiay HE pPEKOMEHAYETCS s CHIDKEHUS pHCKa
3aboneBaemoctu/cmeptHocTH [12, 15].

EOK IIIB (YYP C, Y/ 5)

Jo6aBnenue puonuryata** k cunnenadpuiny/raganaduiny He pEKOMEHIYETCS B CBSI3U C PUCKOM

HeKeNaTelbHbIX sBieHui [12, 15].

EOK IIIB (YVP C, VI 5)

3.2.2.7.3. CTpaTerusi nepexkJi0o4eHus
VYV mnauwmenroB ¢ JIAI, nomywaromumx HW®DJD-5 B xomOunammu c¢ ADP, mpu coxpaHeHuu
HPOMEKYTOYHOTO PHCKA CIIeyeT paccMoTpeTh 3ameny MDJID-5 na puonuryar [9,16,201,335].
EOK I1aB (YYP B, Y/ 3)
KommenTapuii. B npocnekmusnom  uccinedosanuu  RESPITE  enepevlie  noxazano
appexmusnocme cmpamezuu nepexatovenus nayuenmos JIAI III @K be3/c conymemayiowetl
mepanuu ADP ¢ neadekeammviM KIUHUYECKUM OMBEMOM C MePanuu CuioeHa@puiom Ha

**

puoyueyam™®* [202]. 3amena UD/]I-5 6 evicokux 0ozax Ha puoyucyam™™ conpogoxcoanrace
yayuwenuem oucmanyuu 8 TIIX, @K, NT-proBNP, JICC u CU. B npocnexmugnom ucciedosanuu
v nayuenmog UJIAL nepexnouenue ¢ UDI-5 na puoyucyam™* cnocobcmeosano yayuuieHuro
@K, THIX, cucmonuyeckou ¢ynxyuu IDK u conpsocenus IDK u JIA 3a cuem ymenvuienus
aghgpexmuenoii sncecmrocmu nocreoueti [203]. B PKH REPLACE npu u3zyuenuu cmpamezuu

samenvl UD/[D-5 na puoyueyam™* 6 cpasnenuu ¢ npooonsxcenuem UDII-5 y bonvuvix JIAI

npOMENCYNOUYHO2O pPUCKA NOKA3AHO oocmudicerue  KIUHUYeCcKk020 YiydyuieHus (nepeulmaﬂ
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KOHeUHAsi MOYKA ¢ 00CMUIICEHUE KAK MUHUMYM O8YX U3 mpex napamempos: RPUpocm Oucmanyuu
6 TOMX >10% / >30m, oocmuoicenue I/II @K u cnuscenue NT-proBNP >30% no cpasnenuto ¢
UCXOOHBIM NpU  OMCYMCMEUU KIUHUYecKkoeo yxyowenus) y 41% nayuenmoe 6 epynne
puoyueyam™**a no cpasuenuio ¢ 20% ¢ epynne U®J3-5 [204].

VY manuentos ¢ JIAI', coxpaHsrOmuX BRICOKHI pUCK HA (OHE TPOHHOI Tepanmuu, BKIHOYAIOIIEH
NOJ1D-5 nnm puonuryat**, ADP u cenexcunar**, menecoodpasHo pacCMOTPETh BO3MOYKHOCTh
3aMEHBI CelieKcuara** Ha HHrasIIMOHHBIN wionpoct [12, 16, 335].

EOK IIaC (YYP C, YA/ 5)

[Tepexirouenre ¢ OAHOTO TperapaTa Ha APYyro B paMmkax ogHoro kiacca JIAI'-cnenuduueckoit
TEepanuu WIA Ha JICKApPCTBEHHBIM MpemapaTr IPYyroro Kiacca BO3MOXKHO PAacCMOTPETh TMpHU
Pa3BUTUHN KIMHUYECKU 3HAYUMOTO HEXeNaTeIbHOTO (h(dekTa M HEeBO3ZMOKHOCTH TPOIOKCHHUS
tepanuu [12, 15, 335].

PKO IIbC (YYP C, Y/ 4)

KommenTapuii. [lo oannvim memaaunanuza 9 npocneKmuSHbIX KO2OPMHBIX UCCIE008aAHUL,
sxatouarowux 408 obonvuvix JIAI, 3amena 6Oozemmana™* unu ambpuszenmauna** Ha
mayumenman™*  ynyuwana oucmanyuto 6 TIIX, @K, npogure 6Oeszonacnocmu 6e3
cyuwjecmegenno2o enuanus Ha yposuu NT-proBNP, cemoounamuxy u napamempor IxoKI" [205,
206]. B ceazu ¢ omcymcmeuem muocoyenmpogolx PKU no uzyuenuro enusanus nepekioyerus
ADP (cm. Cnucox cokpawenutl) Ha kiunuveckoe mewenue JIAI yenecoobpasna 3amena moavko
npu  paseumuu  Hedcelamenvuvlx  hghekmos  npenapama  uiu  HeONALONPUSMHBIX

MENCTIEKAPCNMBEHHbIX 83aUMOO0eUCNEUSX.

3.3. Xupypruueckoe JjieueHue

3.3.1. IIpencepanas cenTocToMus

Pexomengyercst paccMOTpETh BO3MOKHOCTD TpecepiHol cenroctomuu narmentam ¢ JIT TV
OK (BO3), yacteiMu cuHKONE W/uUiaM pedpakTepHoil k MakcumanbHOU JIAT -cnemudpuueckoi
Tepanuu MPaBOKETYJOUYKOBON CEpAECYHON HEAOCTATOYHOCTHIO, a TaKXKe MPH HEIOCTYMHOCTU
JIAT -cneuuduyeckoit tepanuu [12, 207-211].

PKO IIaC (YYP B, Y] 2)

KommenTapuii. Ob6wuii npunyun npedcepoHou cenmocmomuu - c030aHue U OIUMenrbHOoe
COXpaHeHue MencnpedcepoHo2o cooOWeHUsi ¢ MAaKou 8eIUYUHOL 8eHO-APMePUaIbHO20 copoca,
Komopas obecneuusana 0vbl O0EKOMNPeccuro Npagvlx o0moenos cepoya (¢ ymeHvuleHueM
KAUHUYECKUX NPOAGIEHUL NPABONCENTYOOUKOBOL HEOOCMAMOYHOCMU) U NPU IMOM VEeIUdUsald
npeoHazpy3Ky 1esbiX (C y8enuueHueM cepoeyHo2o 8blopoca U 00CMAKU K MKAHAM KUCI0POOa)
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