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CNYYAN KOMBVHVPOBAHHOIO JIEYEHUA PEBEHKA C CUHIPOMOM
GERVELL-LANGE-NffiLSEN

dI 3" «Hosocubmpcknii HNW naTonornm kposoobpalleHma um. akab. E.H.MewanknHa degepanbHOro
areHTCcTBa Mo 34paBooXpaHeHnto ¥ coumanbHOMY passuTuo», HoBocnbupck, Poccus

MpegcTasneH cnyyail KOMGUHUPOBAHHOIO NeyeHnst 2-neTHero pe6érka ¢ cuHgpomom Gervell-Lange-Nielsen, ¢
6paan3asnCMbIMU ANU30AaMY XKeNyJ0UKOBOA Taxmkapanm «torsade depointes» Ha )oHe Ha (DOHey A IMHEHUA HT epBasia
QT 6onee 600 Mc, e>KeHEBHLIMU CUHKONME 1 (haKTopaMu pUcKa BHe3anHon CMepTH.

KntoueBble cnoBa: CMHAPOM YANMHEHHOro uHTepeana QT, cuHapom Gervell-Lange-Nielsen, »xenygoukoas
Taxmkapans «torsade de pointes», AByXKamepHbIi KapaHoBepTep-AetnbpunnaTtop, 6eTa-agpeHo610KaTopbI

The case report is presented ofa combined treatment ofa 2-year-old patient with the Gervell-Lange-Nielsen
syndrome with brady-dependent episodes o fventricular tachycardia of «torsade depointes» type and the background of
aprolonged QT interval (more than 600 ms), daily syncope, and presence o f the sudden death riskfactors.

Key words: long QT-interval syndrome, Gervell-Lange-Nielsen syndrome, ventricular tachycardia of «torsade
de pointes» type, dual-chamber cardioverter defibrillator, beta-adrenoblockers

BonbHoii K., 2000 rogapo>kaenus. V13 aHamHesa u3-  [eperopofku nouMpyoTcs Ha BCEM NpoTs>keHnu. [Joba-

BECTHO creflytoLee: pe6EHOK CPO>KAEHUA CTPajaeT ry-  BOYHas Xopfa B NONOCTU IEBOT0 >KeNnyaouka.
XOHEMOTOIA. B Bo3pacTe 11 MecsLeB NOSBUINCH KPpaTKOB- HaanekTpokapguorpamme (SKI). CUHYCOBLIAPUTM
PEMEHHbIE 0OMOPOYHbIE COCTOSAHMS, MPOAO/MKAILMECAHE- € YAaCTOTOI CepAeyHbIX cokpalleHuii (UCC) 71 ya/MuH,
CKOMbKO CEKYHJ U CONpOBOXKAatoLLMeCs 6negHOCThI0, ak- QT - 601 mc. Aucnepcusa QT - 39 MC. Nput XONTEPOBCKOM
pouMaHo30oM, CTPULOPO3HbIM [blXaHWeM, cygoporamu.  MOHWTOpupoBaHun (XM) SKI o1 17.06.2003 (puc. 1) -
3nn304bl pacLeHeHbl Kak NPosABIeHUsA 3NUIEencum,
Mo noBody Yero HabmoAancs HeBponaToNOroM no
MECTY >KUTEeNbLCTBA, NPOBOAUIACL COOTBETCTBY-
toLLLaa Tepanus B NoNHOM 06bEMe - 6e3 KaKoro-nmbo
ahdpekTa. CuHKONE CnefoBasin ¢ NEPUOANYHOCT b
B 10-20 gHeil.

B Bo3pacTe 2 1eT 5 MecsLeB 0TMeYeHo npo-
NIOHTMPOBaHHOE CUHKOMa/IbHOe COCTOfAHME C Nepe-
XOAO0M B COCTOSIHWE KIMHWYECKON CMEPTU, YTO
noTpeboBano NojaHOro KoMMeKca cepAeyHo-néroy-
HOI peaHMMaunn. B 3T 0 >Ke Bpems npuperncTpa-
LWK 3NeKTpoKapamorpammbl 06HapY>KEHO KpUT Y-
yeckoeyanmHeHve nnTepeana QT (595mc). Ha oc-
HOBaHWW COYeTaHWs YAIMHEHNUSA penonapusauum un
HEAPOCEHCOPHOI FNyX0Thl BbICTABNEH AMArHO3:
cuHgpom Gervell-Lange-Nielsen. MonbiTka HasHa-
YeHUs MUHUMaTbHBIX 1,03 6e Ta-afpeHo610KaTopoB
npueena K ypexkeHuto purTma o 40-50 B MUHYTY.
B T0 >e BpeMsi 06MOPOYUHbIE COCTOSHUSA NPOAON-
>Ka/ucb, B CBA3N C YeM OT AasbHeiLero ux npu-
éma pelleHo 6b110 0TKa3aThLCA.

Pe6EHOK nocTynun B crneunanu3MpoBaHHoe
oTaeneHue B Bo3pacTe 2 neT 10 mecaues. CuHKO-
nafbHble COCTOAHUA e>KefHeBHble (00 3-5 pa3 B
CYTK/), BO3HUKAIOT NPEeyMYyLLECTBEHHO B HOYHOE
BpeMs 1 B Nepuog, cHa. Mpwu o6cnefoBaHny faHHbIX
3a Kaky-n160 KapavasbHyH UK 3KCT pakapauans-

HYI0 MAaTONOrNI0 He nonyyeHo. CeMmeliHblii aHamHe3
HE OTArOWEH CryYyasMy BHE3amHoh cMepTwn uan
YKU3HEYTPOXKAIOLLMX apuTMUIA. Puc. 1. PesynbTaTbl XONTEPOBCKOr0O MOHUTOpPUpoBaHus IKIC

Axokapanorpagms. KoHeuHblil gnacTonnuec-  6onbHoro K., B Bo3pacTe 2 fIeT: CUHYCOBbLIA puTM (@), BO3HU-
Kuil pasmep - 28 MM, KOHEYHbI CUCTOAMYECKUA  KOHOBeHMe (6) 1 CMOHTaHHOe KynvupoBaHue (B) >Keny[04KoBol
pasmep - 16 MM, KOHEYHbI AMACTOMMYECKUA 06bEM  TaxuKapaus Tuna «nupyaT». O6pawiaeT Ha BHUMaHWe
- 33 Mn, opakuma Belbpoca - 74%. SleBoe npeacep-  M3mMeHeHWe hopMbl 3ybua T v npogomkuTensHocTU QT Ha
Aune - 21x26 mm, npaBoe npefcepave - 21x25 MM, CUHYCOBOM pUT Me.
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CuHycoBbl puTM ¢ UCC oT 55 go 105y a/MuH, cpeaHss
UCC - 79ya/MuUH oHEM 1 62 y4/MUH HOULIO. TeHAeHUmMs K
6paavkapgun. Cemb 3MM30L08B >XKeNYA0UKOBO TaxmKapamm
Tuna «nupyaT» ¢ YCC oT 242 go 310ya/MuH npogon-
XKUTENbHOCTLI0 0T 4 0 19 cekyHi,. [1Ba W3 HUX KIWHK-
YecKn NposBUAMCL B BMAe cuHKone. Bcem anmsogam XKT
NpeALLecTBOBAN0 YpeXKeHre CuHycoBoro putTma. MNpu XM
JKI o1 02.07.2003 - cuHycoBbii puTm ¢ YCC oT 60 fo
91 ya/MuH, cpepHas UCC - 79 ya/MuH gHEM 1 64 ya/MuH
HOYblO. TeHfeHUMA K bpaavkapauu. AnbTepHauus T-Bof-
Hbl. BapuabenbHocTh UHTepBana QT - 72 mc (0T 543 mc
[0 615 mc). OAHOKpaTHO - NOAMMOPGIHAs >KeNyao4KoBast
Taxvkapams ¢ UCC 287 ya/muH (6 cekyHa).

KAnMHMYecKunii anarHo3: Bpo>KAEHHbIA CMHAPOM Y-
NMHEHHOro uHTepsana QT (cuHapom Jervell-Lange-
Nielsen). YacTble napoKcu3Mbl >KENyA04KOBOM Taxukap-
ann «torsade de pointes» € CMHKONANbHbIMW COCTOSHNA-
Mun. KnuHuyeckas cmepTb (dheBpanb 2003 r.). HK-O.

Mo abcontoTHbLIM NOKa3aHWAM Obin UMMNAaHTMPOBaH
0flHOKaMepHbI KapanosepTep-aecdmopunnaTop (MKL)
1V nokonenus «GEM-111VR» (Medtronic). OgHOKpaTHbIi1
paspsg 60>K BOCCTAHOBWA CUHYCOBbLIA PUTM NPU UHAYK-
Unn conbpunnaummn >Kenyaoukos. basosas yacToTa anek-
TPOCTUMYNALMM ANt Npounak TUKK Gpan3aBucMmoin
>KeyOYKOBOI Taxukapauy Tuna «nupyaT» U and cny-
yaeB MOCTLLUOKOBOI 6paankapann ycTaHoBNeHa Ha 65 B
MUHYTY (puc. 2a). Mocne onepaunn 6bina HasHavyeHa
Tepanus 6eTa-agpeHob10KaTopamu (aHanpunnuH 15mr/
CyT), Ha hoHe npuemMa KOTOopbIX MHTepsan QT yMeHb-
wuncs o 520mc. Pe6EHOK BbiNcaH BYA0BNe TBOPUTENb-
HOM COCTOSHUMMW.
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ICD Model: Gem Il VR 7231
Senal Nmrbet: PJL227547S
Quick Look Report
Patient, FOP and Lead Intormation
Physician:
ICO

Phone:
Gem Il VR 7231

Medtronic PJL227S47S

ICD Status

Battery Voltage (ERJ-2.55V, EOL=2.40V)
Last Full Energy Charge
Last Capacitor Formation (Intervals month)

n3.20v 1 Aug 04,2003
NOTEI

NOTE2

Ventricular

481 ohms
23 ohms

Lead Performance
Aug 04,2003
Aug 04.2003

Pacing Impedance
Defibrillation (HVB) Impedance

NOTE 1: 0 to 30 J charge time notavaiable.
NOTE 2: No measurement since reset.
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Parameter Summary
Type Detection Rx| RQ R3 Rx4 RxX5 Rx6
VF  On 200-500 bpm 10J 143 183 Off Off Off
FVT Off
VT On 188-200 bpm
SVT CriteriaOn: None
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Clinical Status: Since Jul 25, 2003

Episodes %Pacing

Uepes mecay, poauTenu pebeHka oTMeTum cpaba-
ToiBauna VK BNIOTH [0 HECKONbKUX pa3 B CYyTKW. Yae-
JMYeHve 03bl 6eTa-aapeHo610KaTOPOB He UMEHUNO CU-
Tyauuto. Ipy NOBTOPHOM OCMOTpE apuTMonora: 3a Jga
MecsiLla 3aperucTprpoBaHo 56 apnTMUYECKUX COObITWIA
(puc. 26). Bce ann3oabl pacnosHaHbl annapaTom Kak qmo-
punnaumsa >kenygoukos ¢ YUCC o1 200 go 360 B MUHYTY
NPOLOMKNTENBHOCTLIO 0T 7 A0 16 cekyHa. MaTb (8,9%)
3N130[0B 3aBEPLUNANCL CMIOHTAaHHO, OCTalbHble 6blnYyC-
TpaHeHbl aBTOMATUYECKUM «LIOKOM» B 10 A>K (38 anu-
30008) 1 14>k (13 ann30408B). TakuM 06pas3om, B HeTBep-
TW Cy4YaeB >KU3HeyrpoXkarulas apuTMmus bbina ycTpa-
HeHa Wb BTOPbLIM «LLIOKOBbIM» paspsgom. BonbTaxk
6aTapen cHusunca ¢ 3,2 B go 3,06 B 1 Ha 22% npnbanaun-
CSl KO BPEMEHM pekoMeHayemoii 3ameHbl IK/, (ERI).

Mo paHHbIM XM 3KIT, CMHYCOBbIA pUTM CO CpeaHei
4yacTOTOIN 68 B MUHYTY COYETAETCS CPUTMOM >KeNnyaou-
KoBO# anekTpocTumynsaumm (VVI) ¢ yacToToi 65 B MUHY-
Ty, KOTOpas cocTasnseT 69,6% BpemeHM CyTOK. HaaTom
(boHe TPUXKAbLI BO3HMKANA >KeNy[oukoBas Taxukapays
Tuna «nupysT» (4-7 CeKyHA) CO CMOHTaHHbIM 3aBepLUEHN-
em. inTepsan QTyanmHanca ¢ 510Mc B KOMIM/IEKCE CO CMOH-
TaHHbIM pUTMOM A0 690 MC B «CTUMYIMPOBAHHOM» KOMI-
nekce. TakuM 06pa3oM, CMHYCOBas bpaankapams B coveTa-
HUM C HEOBXOAMMOCTbIO NpMéMa beTa-apeH0610KaTOpPoB
C VX OTPULATENbHbIM XPOHOTPOMHbLIM 3DPEKTOM NpmBe-
AN K NpeobnafaHnio Ha NPOTS>KEHUN CYyTOK HedhM3nonoru-
YeCKOIA XKenyL0uKOBOW 31K TPOCTUMYNALMM C [ONOMHU-
TeNbHbIM apUTMOreHHbIM YAMHEHWEM UHTepBana QT

Cno>kmBLLUasCcA CUTYaLms ¢ HEBO3MOXKHOCThIO [0C-
TW4yb eCTEeCTBEHHOro npupocTa UCC onpeaenvna abco-
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Patient, ICDand Lead Information

Physician:
IcD

ICD Status

Battery Voltage (ERI-2.55 V, EOL-2.40 V)
Last Full Energy Charge
Last Capadlor Formation (Irrterval=6 month)

Phone:

Medtronic Gem Il VR 7231

PJL227547S

Sep 08, 2003
NOTEI
NOTE 2

VT/VF Episodes

ID#  Date/Time Type  V.Cycle  LastRx Success  Duratioi
56 Sep 06 13:06:13 VF 130 ms VF Rx 2 Yes 14 sec
55 Sep 06 13:05:48 VF 310 ms VFRxI Yes 8 sec
54 Sep 06 13:05:11 VF 150 ms VF RxI Yes 7sec
53 Sep 06 13:04:46 VF 220 ms VF RxI Yes 7sec
52 Sep 06 13:0432 VF 270 ms (No Rx Delivered) 16 sec
51 Sep 06 13:0330 VF 180 ms VF Rx 2 Yes 14 sec
50 Sep 06 1303:10 VF 240 ms VFERxI Yes 8 sec
49 Sep 06 13:02:40  VF 130 ms VF Rx 2 Yes 15 sec
48 Sep 06 13:01:58 VF 240 ms VERxI Yes 12 sec
47 Sep 06 10:13:53 VF 210 ms VF Rx| Yes 8 sec
46 Sep 06 10:13:11 VF 270 ms VF Rx 2 Yes 15 sec
45 Sep 06 10:12:44 VF 160 ms VF Rxl Yes 18 sec
44 Sep 06 10:1230 VF 180 ms VF RxlI Yes 7 sec

43
42

Sep 06 10:12:13
Sep 06 10:11:49

180 ms
210 ms

(No Rx Delivered)
VF Rx 2

7 sec

Yes 16 sec

Puc. 2. 3anporpammupoBaHHble napameTpbl IK/J: a - nepep Bbinuckoii (9-e cyTKu nocne MMNAaHTaLmmn) Ha
(boHe cyb6TepaneBTUYeCKMX 03 6eTa-agpeHo6n0KaTopoB, 6 - Yepes MecsL, Nocae MMNAaHTauumn Ha oHe
TepaneBTUYeCKNX 03 beTa-agpeHo61o0kaTopoB. ObpallaeT Ha cebst BHUMaHMEe BOSHUKHOBEHME 56 3n13040B
>KeNy[04YKOBO Taxukapauu, yMeHbLUeHNe BoNbTaxka 6aTapen ¢ 3,2 B fo 3,06 B, yBenMyeHne 4acTOThbl BK/IO-

YeHus annapaTa Bpe>kume VVIc 13% fo 50%.
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NOTHbIE NOKa3aHWs K UMNIaHTaumm anek-
TpokapanocTumynsTopa (SKC) B pexku-
Me MpPeLCcepaHO cTumynaummn. B ceHTA6-
pe 2003 r. pebeHKy UMNAaHTPOBaH anna-
paT «HOHuop SSI» Bpe>kume AAI (puc. 3)
1 ycTaHoBneHa 6a3osas yacToTa 95 UM-
nynsCcoB B MUHYTY. Mo gaHHbIM XM OKI
NPy BbIMKUCKE, Ha NPOTAXKEHUN CYTOK
puTM 3KC B pexkume AAIL 95 B MUHYTY;
BKtoueHnii K[ B pe>kume VVI He 0T me-
yanocb. Ha 3ToM (poHe cocTOAHME pebEH-
Ka MoNMHOCTbI0 CTabuamsnposanocs, WH-
Tepsan Q TcokpaTwuncs 4o 440Mc npum Kop-
puruposaHHoMm QT - 294 mc.

Mpu ganbHeilwem TpPExneTHeM Ha-
6n0JeHN cocTOoAHMe pebéHka ocTaéTcs
CTabubHbIM. B (n3nyeckom v neuxmyec-
KOM pasByTu/ MabynK He OTCTaéT. Ha
thoHe npuéma aHanpunnmHa 20 Mr/cy T CuH-
KOnaTbHbIX COCTOAHWI HET, paspsaabl MK/
BO3HMKAOT C NEepPUOAUYHOCT LI B OANH Me-
cAl. 3a Bpems nocne nocnegHein onepauun annapaT 3a-
thukcuposan ewwé 46 anu3onos XKT, U3 KOTOpbIX 28 3aBep-
LUMAMUCL NPY NOMOLLY «LLIOKOB». B utone 2006 roga B ceA3n
C JOCTU>KEHNEM «BPEMEHVPEKOMeHyeMon3ameHbl» (ERI)
BbINO/HEHA 3aMeHa ofHokamepHoro UK/ v anekTpokap-
AnocTUMYNSTOopa Ha AByxkamepHblid MUK/ « VentakPRIZM
2DR» (Guidant).

CuHgpom Gervell-Lange-Nielsen npeactaBnset co-
604 KpaiiHe pefKoe 3a6oneBaHne C ayTOCOMHO-PELLECCHB-
HbIM TUTMOM HacnefoBaHUsa (MOMYNALMOHHasA YacToTa 1 Ha
15 O004enoBekK), NPosABAAOLLEECA COYETAHNEM BPOXKAEH-
HO FYXOHEMOTbI M YANNMHEHHOTO MHTepBana QT [1]. 370
coyeTaHue 6b1/10 Bnepsble onucaHo B 1957 Jervell n 3atem
Lange-Nielsen B HOPBEXXCKOM CEMEICTBE, Ife Y YeTbIpéx
13 WecTun geTeli 06Hapy>KeHbl yanuHeHne QT U BPOXKAEH-
Has rnyxoTa npu OTCYTCTBUU TaKUX MPU3HAKOB Y pofuTe-
new [3]. Tpoe u3 yeTBepbIX AeTei NOrmé1m BHe3anHo B BO3-
pacTe eBATu, NATu 1 YeTblpéx fieT. K 2006 rogy n3sBecTHo
He 6051ee 200 TakMX NaLMEHTOB C 4OKYMEHTabHO NOATBEP-
XAEHHBLIM AnarHo3om [4]. Matonorua oTamMyaeTcs Hebna-
ronpUATHLIM NMPOrHO30M MNPW CBOEM eCTeCTBEHHOM Teue-
HWUWU: CMEPTHOCTb 6e3 CBOEBPEMEHHOW nMNnaHTaLum MK,
pocturaeT 85%, npu atom 20% feTeil yMMpatoT B TeHeHNe
rofanocne nepsoi NoTepun co3HaHUA 1 0Koo 50% - B nep-
BOe fleCATUIETME XU3HN. B KavecTse (hakTOpoB KpaliHe
HebNaronpMATHOrO UCX0Aa YCTaHOBNEHbI: MYXCKOM Mo,
nepBoe CMHKOMe B Bo3pacTte Mnagule 2 net, QT>550 mc u
KCNEI-myTauus [4].

JINWb e AMHCTBEHHbIN KAcC aHTUapUTMUYECKUX Npe-
napaToB: 6eTa-afipeH06/10KaTopbl MOrYT MCNONL30BATbCA

YKenyfouka.

Puc. 3. PeHTreHorpaMmmbl 60/1bHOr0 K.: a - 0630pHbIA CHUMOK FpyLHOW
KneTKu, npoekymst RAO-30, 6 - NpULLENbHbIA CHUMOK MON0XKEHUS
3M1eKTPOAOB, NpsiMasi npoekums, rae AKC - Kopnyc 3neKTpokKapauno-
cTumynaTopa, K[ - kopnyc gechmbpunnsaTopa, J -j-06pasHblii
3M1eKTPOA B YLLKe MPaBoro npeacepans, Sprint - >Kenya0uKoBbIl
3NMeKTPOA ¢ AehnbpuUNAnpyoLLei cnnpanbio B BEPXYLLKE NPaBoro

npv faHHOM 3a60/1eBaHUM C HEMOCTOSHHbIM 3P(EKTOM, 1
NnoaToMy paHHsAs umnnaHtaumsa WK/ paccmatpuBaeTtcs
eAVHCTBEHHbIM CPeACTBOM cnaceHus Xu3Hu. Dorostkar et
al. [2] coobLwmnm HejaBHO 0 LONONHUTENbHON BO3MOXHOC-
TW YMEHbLUEHUA NPONOHTMPOBAHHOT0 QT NpM NOMOLLM Mo-
CTOSIHHOM NpefcepAHOM 31eKTPOCTUMYNALMK. B TO Xe Bpe-
Ms felicTBue 6eTa-aApeH0610KaTOPOB MOXET HUBENMUPO-
BaTbCA OpafM3aBUCUMbIMU MEXAHU3MaMU MHAY KLY XKeny-
[LOYKOBOWN TaxuKap4auu Tuna «nupyaT», a umMnnaHTauus
VKA unn AAI-OKC pefko npoBoaaTCA eTAM PaHHEr 0 BO3-
pacTa c cuHgpomom Jervell-Lange-Nielsen.

B npescTaBneHHOM Hamy HabalAeHUM onucaH Ma-
NEHbKWUIA ManbyuK, UMeKLWMin No MeHbLUEeld Mepe TpU U3
YeTbIpéX PaKTOPOB pUCKa, KpaiiHe TAXEN0oe COCTOAHME KO-
TOpOro 6b1/10 06YCNOBNEHO NPESLLECTBYIOLLEA KANHNYeC-
KO CMepTb1o, exKeJHEBHbLIMM 3MN304aMW XXeNy04KOBOW Ta-
Xukapamm «torsade de pointes», MHOroKpaTHbIMW CUHKOMNE
N TeHAeHUMel K 6pagnkapamm, 4to 3aTpygHANO HasHave-
HUe 6eTa-apeH06/10KaTOPOB 63 «MCKYCCTBEHHOW» Noaaep-
XKW puTMa. cnonb3oBaHme BceX TPEX NPUHLMMOB (MMM-
naHTaumsa MK/, yyawatowas af1eKkrpokapAnocTMMynaums
npegcepanii n HasHavyeHme 6eTa-afpeH06/10KaTOPOB) NpPoO-
[LEMOHCTPMPOBANO0 yCneLlHbI/ BbIX04 U3 CO34aBLUeiics cu-
Tyauuu n no3B0SINI0 COXPaHUTb PEOEHKY XUN3Hb U HafeX-
[y Hanocneaytouee cTabunbHOE COCTOSHYE.

TakyuM 06pa3om MMNNaHTauus asyxkamepHoro K/,
[LO/MKHapaccmaTprBaThes CpeACTBOM «MNEePBOro Bbl6opa» y
nawuMeHToB C CUHAPOMOM YA/IMHEHHOIO MHTepBanaQT, Xe-
NYA0YKOBOV Taxmkapanel «nupyaT» 1 TeHaeHuuel K 6pa-
OVKapaum.
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