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AkTyanabHOCTB. [Ipencepansie Hapymenus purMa cepaua (IIHPC) 3anumaror Bropoe Mecto
[0 YacTOTE€ BCTPEUYAEMOCTH B CTPYKType CEepACYHO-COCYIUCTHIX 3a00JeBaHUM neTeil mocie
BpPOXAEHHBIX NOPOKOB cepana. OHU XapaKTepU3yHTCSl HApYLIEHUEM IEKTPUYECKONH aKTUBHOCTH
Ipeacepanii, 4YTO NPUBOAUT K TIEeMOAMHAMMYECKMM pAcCTPOMCTBAM M TIOBBIIIEHHIO pHUCKA
KU3ZHEYTPOXKAIOIIUX OCJIOXKHEHUH. HecMOoTpss Ha MEHBIIYI0 PaclpOCTPaHEHHOCTb y JETEH IO
cpaBHeHHIO co B3pocibiMu, ITHPC nMeroT 0co0yro KIMHUYECKYI0 3HAUMMOCTh BBUIY BO3PACTHBIX
0COOEHHOCTEH MPOBOJAIIEH CHUCTEMbl M 3HAYUTEIBHOTO BIUSHHUS Ha (POPMHUPOBAHUE CEPIEUHO-
COCYAMCTON CUCTEMBI B 11e710M. HecBoeBpeMeHHas MarHoCTUKA U HEeaIeKBaTHOE JICUCHHE CTIOCOOHBI
IIPUBECTH K TPOTPECCUPOBAHUIO CEPJAEYHON HENOCTATOYHOCTH, PA3BUTHI0 apUTMOIE€HHOU
KapAUOMHOIIaTUU U BHE3AITHOU CEpACUYHON CMEPTH.

Leasb: mnpoaHanu3UpOBaTh KIMHUYECKHE OCOOCHHOCTH, COBPEMEHHBIE MOAXOABI K
JUArHOCTUKE W JICUEHUIO IPEACEpPAHBIX HApPYLIEHUWH pUTMa cepAlla y JAeTedl Ha OCHOBAaHHUHU
COOCTBEHHBIX KIIMHUYECKUX HAOIIONECHUN.

MarepuaJisl 1 MeTOAbI. [IpoBeAEH PETPOCIIEKTUBHBIN AHAJINU3 IByX KIMHUYECKUX CIIy4acB
[MHPC y nereii, mpoxonuBmmx odcnenoBaHue u JieueHrne B kiuHuke «bumkek Kapauo». Meros
uccnenoBanus: 31ekrpokapanorpadus (OKI') B 12 orBenenusx, cyrounoe Moautopupoanue DKI
no Xounrepy, sxokapauorpadus (OxoKI') ¢ omenkoit ¢pakiuu BeiOpoca (PB). [To mokazanusm
BBINOJIHEHO HHTEPBEHIIMOHHOE JICUEHUE: KpUOOAIITIOHHAs! a0JsIMs JIETOUYHBIX BEH U PaAHOYacTOTHAs
a6 (PYA). DpdekTuBHOCTH OlIeHWBAIAach B X0Je TUHAMUYECKOTO HaOIroneHus uepes 1 mecsit
I10CJIE BMELIATEIbCTBA.

Pe3yabTarhl M UX o0cyxaenne. Cioyyaii 1: mauuent 14 net ¢ ¢ubpumsanuei npeacepauit
(®II), manudecruposasuieir B Bozpacte 10 ner. [Ipu nocrymnenun: napokcusmsl @I ¢ yactoroin
cepaeunbix cokpamenuii (HCC) 100-150 yn/MuH, qunaranus JIEBOro U mpasoro npexncepauii, @B
47%, CHIKEHHE TOJEPAHTHOCTU K (PM3MUECKUM HarpyskaM. J[Marsos: HapylieHHE pUTMa cepila,
nocrosHHas (opma OII, MHUHUMaIbHAs HEAOCTATOYHOCTH MUTPAIBHOTO KiallaHa, CepjaedHast
HepocratouHocTs I ¢pynkimonansHoro kitacca (NYHA). MenukamenTo3Has Tepamnus (Bapdapus 2,5
mr/cyT, amuonapos 200 Mr/cyT) okaszanach Hea(dekTuBHOI. BrimonHena kpuobdasionHas abusnus ¢
n30JIALMENd BceX JIEro4HbIX BeH (TemmeparypHblil pexum —40...—55°C), CHUHYCOBBIM pPUTM
BOCCTaHOBJIEH HHTpaomnepannonHo. [To nanueiM Xonrep-OKI uepes 1 mecsan 3agukcupoBano 89 143
CHHYCOBBIX KoMIUTeKca, 3nu301bl OI1 He BosBiensl. @B Bo3pocna 1o 67%. Ciyyait 2: pedénok 11
MECSIIEB C BPOXKIAEHHBIM MOPOKOM cepata (Terpana dano) nocie xupyprudeckoit koppekuu. 1o
nanabiM Xontep-OKIT — tpeneranue npencepauit (TII) ¢ HCC 320 ya/muH, pedpakrepHoe K
MEIUKaMEHTO3HOW Tepanuu. Beimonnena PYA ¢  BOCCTaHOBIEHMEM CHHYCOBOTO pHUTMA.
IIpuBenéHHbIE cilyyan JEMOHCTPHUPYIOT, UTO Y JETe ¢ opranmdeckoi naronoruei cepaua ITHPC
CKJIOHHBI K IPOTPECCHUPOBAHUI0O M TPEOYIOT CBOEBPEMEHHOIO WHTEPBEHIIMOHHOTO JICYCHMS.
[Tokazarens >(PQPEKTUBHOCTH KaTeTepHOW aONALMU TpPH  ATPUOBEHTPUKYISPHOM  y3I0BOU
PELMIPOKHON Taxukapauu gocturaet 95%, npu 3KTONUYECKON IpeacepaHo Taxukapauu — 80—
90%.

BoiBoabl. ITHPC y nereli TpeOylOT KOMIUIEKCHOTO THArHOCTUYECKOTO TOAXOMA C
obs3arenbHbIM npuMeHenueM OKI, Xonrtep-monutopuposanus u OxoKI. Ilpu HeaddekruBHOCTH
(bapmakoTepanuu METOIOM BbIOOpa SIBISETCS KaTeTepHas aOJsALHs, MO3BOJISIONIAS BOCCTAHOBUTH
CHUHYCOBBI PUTM M YIYUIIUTh CHUCTOIMYECKYIO (YHKLHUIO KEIYIOYKOB JaKe y JeTeld paHHEro
BOo3pacTa. I'pymnmbl pucka IO Pa3sBUTUIO JKU3HEYTPOXKAIOIIUX aPUTMUU — JETH C BPOXKIAEHHBIMU
MOPOKaMH  CEpAla, OTATOLIEHHOM HACJIEACTBEHHOCTHIO, IEPUHATAIBHOM MAaTOJIOTHEN U
CHHKOIIAJIbHBIMH COCTOSIHUSIMH — TpPeOYyIOT aKTHBHOTO BBISIBICHHUS Ha YPOBHE MEPBUYHOTO 3BEHA
3IpaBOOXPAHEHUS.
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