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XapakKTepusyeTcsi BOBAeUeHeM B SHI/IAeMI/I‘-IeCKI/Iﬁ mponecc AeTeI\/’I MAQAIIIETO BO3pAacCTa U HaAMYHMEM 3Ha-
YUTEABHOTO KOAMYECTBA AQTUIIMYHBIX CpOpM Y OIPUBUTHIX.

LEJ1Ib UCCNTEOOBAHUSA

[IpoBecTn aHaAM3 U3MEHEHUM IOKA3aTeAed SAEKTPOKAPAUOTPAMMEI 1 KAPAUOMHTEPBAAOTPAMMEL B
AMHAMUKe TOKCHYeCKUX PopM AUMTEPUN y AETEH.

METOAbI

OAeKTpoKapAuorpadus 1 KapAUOuHTepBarorpadusi MPOBOAUANCEH 110 CTAaHAAPTHOM MeTopuKe. ['pym-
Ia AeTel ¢ TOKCHu4ecKuMu dopMaMu pAUPTepuu (62 4eroBeKa) IPEeACTaBA€HA B OCHOBHOM AOIIKOABHUKA-
MU (54,9 %), OOABIIIUHCTBO U3 KOTOPHIX (56,5 %) He OLIAM HPUBUTHI OT AUPTEPUN. AeTaAbHBIM MCXOAOM
3aKOHYUAOCH TeueHue pAudrepun y 15 perent.

PE3VJIbTATbI

[Mpu Tokcuueckux popmMax AUDPTEepUU BereTaTUBHAS AUCPETYASILNS B BHAE PE3KO BBEIPa’KeHHOM CHMIIa-
TukoToHUmM (MH = 466 yca. ep., AMo = 60 no pauabIM KUI') oTMedaeTcs yKe B IIepBble AHU 3a00A€BaHUS.
Namenenus Ha OKI' B nepBble Tpu AHA 3a00A€BaHUS XapaKTEePU30BAAUCh y OOABIIMHCTBA AeTel (69,6 %)
yMeHbllenueM uHTepBara RR, yaaunenuem QT, ykopoueHueM HHTepBara PQ, yBeaAnmdeHUEM aMIAUTYABL P
B CTaHAAPTHBIX oTBepeHusax. ST-T uaMeHeHUs, IPEACTaBACHEl CHUKEHHEM aMIAUTYABL 3yona T B ABYX U
OOAee OTBEAECHUSIX B COUeTaHMU C pAenpeccued cerMeHTa ST A0 1 MM. ChepyeT OTMETUTD, YTO B 3TOT IIEPHOA
Oone3HU y 8,7 % AeTell BBIIBAIAACEH OpapuKapAud, yaanHeHue PQ), yiupenue QRS, cHM>KeHMe aMnAUTyAbL R
u P, a Takxe «MH(MAPKTONIOAOOHBIE» PEIIOAIPU3ALMOHHBIe u3MeHeHUd. K 4 — 6 AHIO TOKCHUYeCKOU AU Tepun
OTMeYaeTcs IOBHIIIeHNe aKTUBHOCTH 000OMX OTAEAOB BeTreTaTUBHOM HEpPBHOM CUCTEMEL B 3TOT mepuoa 6o-
A€3HU B 2,5 paza yBeAMUMBAETCS YUCAO AeTel ¢ OpapuKapauel, yamaunenueM PQ, ymupenuem QRS na OKT.
Aors peTelt ¢ «MHMAPKTOIIOAOOHBIMUY PENIOAIPU3AIIMOHHBIMU U3MEHEeHUIMH ocTaeTcsd npe>kHel. C Havara
BTOPOU HEAEAM aKTUBHOCTb CUMIIATUYECKOI'O OTAEAd HAapacTaeT, a IapaCUMIATUYeCKOTO — yMeHbIIaeTCs
(DX 0.05). Kpome TOro, Ha BTOpPOU HepeAe 3a00AeBaHUsA IIPU TOKCUYECKOM AU(MPTEepUn oTMedaeTcs YyMeHbIIIe-
Hue Mo, 4YTO CBUAETEABCTBYET O CHUJKEHHU aKTUBHOCTU I'YMOPAABHOI'O KaHaAd PETYASdLIMU CEPACUYHOU Aes-
TEeABHOCTH (YMEeHBIIaeTCsI BEIpab0TKa rOPMOHOB HAAIIOYeUHUKAMU U Ap.). B aToT nepuop 6oae3nu y 51,4 %
AeTel 3HaueHus MHTepBara RR BBIXOAAT 3a paMKM CpeAHEBO3PACTHBIX U IPEACTAaBAEHBI B PAaBHBIX COOTHO-
LIEHUIX TaXu- U OpapuKapaueid. B 2 pasza yBeAanumBaeTcs AOASA pAeTell ¢ yamuHeHUeM PQ, a y 57,1 % pereit
peructpupyetcs ymupenue QRS u yapaunenue QT. Ha BTopoil Hepenae TOKCHUYECKOU AUTepun y 25 % AeTeit
CTAHOBATCA OoAee BrIpakeHHBIMU ST-T u3MeHeHUs (OTpUllaTeAbHBIe 3yOubl T ¢ Aenpeccuelt cerMeHTa ST
0oAee 2 MM PeTUCTPUPYIOTCS IPaKTUUeCKU BO BCEX OTBEACHUSX). BeretaTnBHas peryasnus Ha TpeTbel
HepeAe 3a00A€BaHUSA XapaKTEePU3YIOTCS BEICOKOM aKTUBHOCTBIO CUMIIATUYECKOIO OTAEAd U 3HAUUTEABHBEIM
CHU>XEHMEeM aKTHMBHOCTHU MapacUMIIaTUUYeCKOTO 3BeHa.

BbiBOAbl

[Topa>keHue cepala IpyU TOKCUYECKUX PopMax AUMDTEPUN Y AeTel, IOMHUMO HEITOCPEACTBEHHOI'O Ael-
CTBUSI TOKCUHA Ha MHOKapA U PacCcTpPoMCTBa KOPOHAPHOTO KPOBOTOKA, OOYCAOBAEHO ellle U pPe3KO BEIpa-
SKeHHOU BeTeTaTUBHOU AUCPEryAdlueld, KOTopas OTMeuaeTcs yKe C IePBBIX AHeU OOAe3HU, AOCTUTad
MaKcuMyMa K 4 —6 AHIO OoAe3HU. BereraTuBHas AMCTOHUS B BUAE OAHOBPEMEHHO CUABLHOI'O BO30OY KAEHUS
000UX OTAEAOB, IOMUMO MeTaOOAMYECKUX HaPYIIEHUHN B MUOKApAEe, YCUAUBAET U PACCTPOUCTBO KOPOHAP-
HOT'O KPOBOTOKQ, 4TO OoTpaskaeTcs Ha maMeHeHusax OKI, KoTopble Ipu TOKCHUeCKUX opmax Audrepuu
XapaKTepU3yIOTCSI PAHHUMU CPOKAMU IIOIBA€HUS, BBIPA)KEHHOCTBIO U AUD(PY3HOCTBIO, a Y YaCTU AeTel
OTpa>kaloT HeoOpaTUMble U3MEHEHHS B CepAlle.

O.H. BepeBknHa, A.J. [lerposa, H.B. Maxaposa

ANUTENIbHOCTb UHTEPBAJIA QT Y AETEW C CUHKONE

PB Ne 1 HaunoHanbHbI LEHTP MeAnLnHbI (SIKYyTCK)
SIHL| CO PAMH (SlkyTck)

OpHUM U3 HaubOAee PACIPOCTPAHEHHBIX CeMeMHBIX 3a00AeBaHUM ¢ BEICOKUM puckoM BCC aBagercs
CHUHAPOM yAAMHeHHOro uHTepBara QT. PUCK BHe3allHOM CMepTH B OTCYTCTBHE aA€KBATHOI'O A€YEeHUS AOCTHU-
raeT IIpU AQHHOM cUHApPOMe 71 %. HacaepCTBEHHBIN CUHAPOM yAAMHEHHOTO uHTepBara QT — 3abonreBanue
KAMHUYECKH reTeporeHHOe. BeIAeAeHEl YeThipe Pa3AWYHBIX KAWHUUYECKUX BapUaHTa TeUYeHUsI CUHApOMA:
cuHkorne + yapaunenue uarepanra QT (38 %), mzorupoBanHoe yaruHeHue uHTepBara QT (40 %), cuHKOIE B
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orcyTrcTBUe yAAuHeHUs nuHTepBara QT (11 %); ckpblTag hopMa — «HeMoe», AQTEHTHOE TeueHHe CUHApPOMa
(11 %). Mcxopd U3 3TUX KAMHUYECKUX BAPUAHTOB, IALIMEHTHI C CUHKOIIE HY KAQIOTCSI B IIOAHOM KAMHUYECKOM
U MHCTPYMEHTAABHOM OOCAEAOBAHUM AN UCKAIOYEHUS CHHAPOMA YAAMHeHHOro mHTepBara QT.

LEJ1Ib UCCNEOOBAHUSA
N3zyuenne paurerbHocTr nHTepBara QT y AeTell ¢ CMHKOIAABHBIMU COCTOSIHUSIMU.

MATEPUAJ1 U METOAbI UCCJIEAOBAHUA

O06caepoBaHoO 55 pAeTelt ¢ cuHKoIle B Bo3pacTe 1 — 17 aeT, U3 HUX AeBouek 35 (63,6 %), MAaABUUKOB
20 (36,4 %). BriepBble BO3HUKIINE CUHKOIIE B aHaMHe3e OTMed4aruch y 20 % AeTel, IOBTOPHBIE CUHKOIIE —
y 80 % AeTeli; CMHKOIIe C TOHWYeCKUMU cypoporamu y 1,8 % apereit (1 pebeHok). OTAroleHHBINM aHaMHe3
ObIA y 1 peOeHKa (CAy4aud FAYXOTHL B ceMbe). BceM peTssiM nmpoBopurach craHpapTHasg OKI Ha 6-KaHaAbHOM
anmnapate «Personal»: uamepenue nurepsara QT B 12 oTBepAeHUAX, BEIYUCAEHNE KOPPUTUPOBAHHOT'O MH-
TepBara QT (QTc), paccuuranHoro o popmyae baserra, omeHka Mopdoaoruu 3yona T, 4acTOTEl PUTMA,
BBISIBA€HUE CONYTCTBYIOMIUX HapPyIIeHUN PUTMa U IPOBOAUMOCTH. XOATEPOBCKOE MOHUTOPUpPOBaHue obec-
IIeYMBaAOCh 3-KaHaAbHOM cucTteMol «Schiller» (24 wacoBoe nccaepOBaHUE): OlIpepAeAeHMe 3HaueHUsT MakK-
CHUMaAbHOM IIPOAOAKUTEABHOCTH MHTepBara QT, crenenu OpapuKapAuU, HaanMuue aabTepHauuu 3yona T,
JKeAYAOUKOBBIE aPUTMUU, HAPYIIEHUS IPOBOAUMOCTH, OLleHKa LupKapHoro npodguag HCC.

PE3VJIbTATbI

[To pauHBEIM OKI' CMHYCOBBIM PUTM 3apeTucTpupoBaH y 91 % AeTel, SKTOIMYECKUU PUTM vV 9 % AeTel;
4acToTa PUTMAa B IIpeAeAaX BO3PACTHBIX 3HAUEHUU peTrucTpupoBarach y 87,3 % AeTel, yMepeHHas CUHY-
coBasg Opapukapausa — y 10,9 %, BelpakeHHasa Opapukappusa — B 1,8 % caydasax. 2KeaypOuKoBEIE 3KCTpa-
CHCTOABI He 3apeTuCTPUPOBAHEL HU Y OAHOTO pebeHKa. IIpepcepaHble 9KCTPACUCTOABL 3aPEruCTPUpPOBa-
HBL Y 9,1 % peTell. YBeAnueHUe IPOAOAKUTEABHOCTH HHTepBara QT Goaee ueM Ha 50 MC IO OTHOIIEHUIO K
HOPMAaABHBEIM 3HaueHUAM A AaHHOU UCC, BBIIBAEHO y 3 MAllMEHTOB — ABYX A€BOYEK, OAHOI'O MaAb4YUKa
— 5,5 % oT Bcex 0OCAEAOBAHHBIX. YAAUHEHNWEe KOPpPUTrupoBaHHOro nHTepBara QT 3aperucrtpuposaHo y 1
pebeHKa (peBouka, C., 2-x AeT) — 540 Mc 1 3aUKCUPOBAHO U3MeHeHUe Mopdoaoruu 3yona T (AByropOblil
T, c BelpakeHHOU oTpunatTeArbHOU (pazont Bo II, III, AVL, AeBBIX I'PYAHBIX OTBEAEHUSX).

[MTo paaHBIM XM MakcUMaAbHasi MPOAOAKUTEABHOCTh UHTepBara QT B mpeperax BO3pacTHBIX HOpMa-
THUBOB PErUCTPUPOBarAch y 94,5 % peTel, yaAAMHeHUe MaKCUMAaABHOM IIPOAOAKUTEABHOCTU UHTepBara QT y
5,5 % peteii: oo 490 Mc (ManabumK, 14 AeT), Ao 520 Mc (AeBouka, 13 AeT), po 500 mc (peBouka C., 2 ropa). Bpaau-
KapAUs 3aperucTpupoBaHa y AeBouku C. 2-X AeT CO CHHJKEHHEeM BCeX IIOKa3aTeAel IIOAOBO3PACTHOU AMHA-
muku HCC B cpepHeM Ha 21 %. AabrepHanus 3yona T u purupAHbIN UpKapHbd naaekc (LW = 1,09) 3aperu-
CTPUPOBAHHI Y TOIO J)Ke peOeHKa. B pe3yAbTaTe KAMHUKO-UHCTPYMEHTAABHOIO OOCAEAOBAHUS A€Tel C CHUH-
Kolle yaanHeHHe nHTepBara QT 3apeructpupoBaHo y 3-X AeTeld, u3 HuUX AeBouke C. 2-X AeT OBbIA IIOCTaBAEH
AUArHo3: cMHAPoM AsKepBeaa-NAaHre-Huabvcena (HWMM nepmaTpum u A€TCKOM XUPYpPruy, r. MOCKBa).

BbIBOAbI

AeTsiM ¢ CUHKOTIE TpeOyeTcsi IIOAHOEe KAMHUKO-UHCTPYMEHTAaAbHOE 0GCAEAOBAHUE C TIEABIO BBISIBACHUS
MapKepPOB PHCKa BHE3AITHOUW CMePTH. AASI 3TOTO HEOOXOAMMO STHUAEMUOAOTHIECKOE OOCAEAOBAHME B PETHOHE.

@d.M. 'annesa, H.H. Hamanaosa, (1.C. Pamazanosa, A.M. XakuMoBa

LUKOJIA «<HOPMAJIbHOE OABJIEHUE»

ry3 LyPb ByrynsmuHckas getckasi 6onbHuya (Byrynbma, TatapcraH)

LENb

BereTo-cocyapuCTBIe AUCTOHUY IIPUBAEKAIOT BHUMaHUe IIeAUaTPOB He TOALKO B CBSI3U C UX 3HAYUTEADL-
HOU PacIpPOCTPAHEHHOCTBIO y AeTel U IOAPOCTKOB, HO U IOTOMY, UTO ¥ 20 —25 % HalueHTOB OHU SIBASIOT-
CSl IePBBIMU KAWMHUYECKUMHU ITPU3HAKaMU TaKUX TSKEALIX B OyAylleM 3a00AeBaHUY KaK dCCeHIIMaAbHast
apTepuarbHas IUIEepPTeH3Usa U (MAM) TUNOTEH3Ud. AAS paHHEro BBIIBAEHUS M3MeHeHuU A/\, IpUUYUH BHI-
3BIBAIOIINX U3MEHEeHNs, AedeHNs, TPO(PUAaKTUKHU ObIAa CO3AaHa IKoAa « HopMaabHOTO AaBAeHUTS» B 2005 T.

MATEPUAJ1 U METOADbI
[MToApPOCTKY, y KOTOPBIX BBIIBASIAUCH U3MeHeHUsT A/, IIPOXOAMAU OOCA€AOBaHUE B AHEBHOM CTallloHape
AETCKOU OOABHHUIIBL: COOP ’Kar00, aHAMHe3a, OlIpeAeAeHNe BereTaTUBHOIO CTaTyca 1o Tabaulle BeliHa; mpoBo-
MMANCH (DYHKIIMOHAABHBIE OOCAEAOBaHUSA: U3MepeHue apTepruarbHoro pAaaenus, OKI', KOIT, marpy3ounsre
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