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AKTyanbHocTb. CHHKOMNE — pacnpoCTpaHeHHbIV

CUMMTOM B MpaKTuKe AeTcKoro Bpadva. OAHUM U3 XKU3He-
YrpoXKaloLWmx CUHAPOMOB, XapaKTEPUIYIOLLMUXCH PeLUu-
BUPYIOWMMWU CUHKOME, ABASETCH CUHAPOM YAJMHEHHOrO
nHTepBana QT (LQTS). LQTS — 3To reHeTU4ecKu reteporeH-
HOe HacnefCTBEHHOE COCTOSHME C HapylleHWeM CTPYKTypbl
N OYHKLMM MOHHBIX KaHanoB KapAvOMWOLIMTOB, B pe3yib-
TaTe 4ero npoLecchl penonspusalmm MUoKapha Mpouc-
XOAST HEepaBHOMEPHO W HEOAHOBPEMEHHO B Pa3NUYHbIX
YacTax »enyaoykoB. BospacTaeT 4yBCTBUTENIbHOCTb MMO-
Kapga K BJIUSAHUAM CUMMNATUHECKON HEPBHOW CUCTEMbI, YTO
CTAHOBUTCA MPUYUHOWM TaxMapuTMWUK, CMNOCOBHBLIX MPUBO-
OUTb K XU3Heyrpoxawowmnm Guépuniaumam XKenyLovyKoB.
BblparKeHHOCTb NPOSIBEHUN — OT MpPaKTUYECKU Geccum-
NTOMHOIO TEYEHWS O 3HAYUMMbIX HapyLleHWh (06GMOPOKOB,
apuUTMUI, BHE3AMNHOW CepevyHON CMepTH).

Llenb uccnepoBaHua. OnvcaHue KIMHUYECKOrO Ciyyas
feblota U TeYeHus cuHApoMa YANMHEHHoro uHtepsBana QT
(LQTS).

MaumeHTbl U meToAabl. [leBywkKa, 16 neT, ¢ Bnepsble
NOSIBUBLUMMUCS anobamu Ha 3nNu304bl NOTEPU CO3HAHMS,
Yallle B HOYHOE BpeMs, nocne npobywaeHUs, NPOLOMKUTENb-
HOCTbIO 2—3 MWH, NPU KOTOPbLIX OTMEeYanuch cepaLebueHue,
LYMHOE AblXxaHue, NoCTENeHHOe OTKIoYeHWe co3HaHus. Co
CNOB AEBOYKM, BO BPEMS MPUCTYNa OHa CIbILWWT, H4TO NPOUC-
XOAWT BOKPYr, 3aTeM 3acbinaet. OnucaHue pebeHKa no Bpe-
MS PUCTYNa CO CI0B POAMTENEN: OTKPbIThIE INa3a, LMPOKMe
3payKu, 651eiHble KOXHbIE NMOKPOBHI.

Pe3ynbratbl. O6paTMINCL K KapAuosory cnycts 6 Mec.
Ha KoHTponbHon Kl QTc — 432 mc, peKOMeHA0BaH 0OCMOTP
yepe3s 6 mec. B cBA3KM C cOXpaHALWMMUCSH 3nuM3ojamu
noTepu CO3HaHUA MPOKOHCYNbLTUPOBaAHa 3MUIENTONIONOM,

Ha3Ha4vyeHa Tepanusa BalbNpOeBOW KWUCIOTOW, YacToTa npwu-
CTynoB coKpaTtunach Ao 1 anu3oaa B 2—3 mec. Yepes 1 rog
3 Mec oT fe6ioTa 3aboneBaHns obcnegosaHa B LieHTpe pet-
CKOM Kapaunonoruun u pesmatonormu (LWAKP) NBY3 «JleTckas
pecnybnukaHckaa 6onbHuua» (APB) r. lNeTpo3aBoacka.
3anopospeH LQTS: yanuHeHune QTc pernctpupoBanoch Tosb-
KO B opToCcTase. Y pebeHKa anarHoctupoBaHa runodyHKLMS
LWMTOBUAHON Xefnesbl, HadHavyeH NeBOTUPOKCHUH. MpucTynbl
pacueHeHbl Kak BTOpUYHble. [loKa3aHui ana Tepanuu 6eta-
agpeHo6noKaTtopaMu He 6bl10. B anHaMuKe yyalleHue npu-
cTynoB 6e3 addeKTa OT yBenM4eHuUs [03bl BasiblMpPoeBOM
Kucnotbl. Yepes 1 rog 10 mec oT Aebtota 3a6osieBaHUS Npu
nosBTopHow rocnutanudaumn B LUAKP Ha OKI BbipareH-
Hasa 6paavkapausa ¢ YCC 48-52/muH, yanuHenne QTc go
511 mc cTosl, nocne Harpy3ku B 20 npucegaHnin Ha 4 MUH
BOCCTaHOBUTENbHOrO nepuoga — 582 mc. CyTo4HOE MOHM-
TopupoBaHue IKI: 2 anu3oaa NoMMOPGOHON KeNya0HKOBOK
TaxumKkapamm ¢ YCC ot 136 po 195/MWH B HOYHbIE Yachl,
1 3nun304 *Kenyao4koBon MOHOMOpPdHOMN Taxnkapaumn ¢ HCC
174 /MWH TakKe Houblo. inarHos: LQTS, cuHKonanbHas dop-
Ma. Ha3HayeHbl 6eTa-agpeHo610KaTopbl. TpaHcnopTUpoBaHa
B ®I'bY HMULL nm. B.A. Anma3oBa, rae no cpoYyHbIM MOKa-
3aHUAM WMMMNNAHTUPOBaH KapAuvoBepTep-4edubpunnaTop
(MKL), npogomxkeHa Tepanus 6eTa-aapeHO60KaToOpaMu.
B TeyeHue roga nocne umnnaHtaumm UMK Ha doHe aHTu-
apUTMUYECKON Tepanumn CUHKONaabHble COCTOAHWUS He peLu-
AVBUPOBan, anob y AEBOYKM HET.

3aknioueHue. [10axo K AMarHOCTUKE U IEYEHUIO NaLu-
€HTOB C CMHKOManbHbIMW COCTOSAHUAMMU LOMKEH OblTb My/b-
TUAUCLUMNIMHAPHBIM U CBOEBPEMEHHBIM. [IoArMi NyTb K Ana-
rHO3y OTK/IaJblBaeT BOBPEMS Ha4yaToe NeyeHue, yTawenss
COCTOSIHWE NauueHTa 1 JajlbHEeNLWUA NPOrHO3.
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