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PE3IOME

ITeav uccredosanus. OneHka 0cObEHHOCTEN TedeHHsT CHHAPOMA yAAHHeHHOro uHTepBasa QT B AETCKOM BO3pacTe AO U IIOCAE HMIIAQH-
Tarmu kapauosepTepa-pepubpuassropa (MKA) n ontumusanus noxasarus k UK A-repamuu. Mamepuaavt u memodst. B uccaepobanne
OBIAM BKAIOUEHBI 48 peTell ¢ CHHAPOMOM yaauHeHHOTO uHTepBara QT 13 44 HepOACTBEHHBIX ceMeil, KOTOPBIM ObIA MMIIAQHTHPOBAH
kappauoBeprep-pedpubpusssaTop (28 Maabunxos u 20 AeBOUEK); CPEAHHIt BO3PACT UMIAaHTaImK cocTapua 11,8+3,8 roaa. AAuTeabHOCTD
KaramHesa nocae ummaanTanun MKA cocrasuaa B cpeprem 5,2+2,8 roaa. B rpynny cpasaeHus somau 59 peTei ¢ CHHAPOMOM YAAUHEH-
Horo uHTepBasa QT u3 46 HepOACTBEHHBIX CeMell, COIIOCTABHUMBbIE II0 BO3PACTY M ITOAY C IAIJMEHTAMK OCHOBHOM I'PYIIIIB, IIOAYYAIOINIe
AHTHAPUTMUYECKYIO Teparuio B-appeHobaokaTopamu. OLieHUBAAN KAMHUYECKUE 1 9AeKTPOKAPAUOrpadIecKre XapaKTEPUCTHKE 3260-
A€BaHN IIPU [IepPBIYHOM BU3HUTE U B AUHaMuKe. Pesyivmamot. BoabHble ¢ cuHApOMOM yasuHeHHOTO MHTepBasa QT u KA B aeTckoM
BO3pacTe — 3TO IIPEUMyILeCTBeHHO Ipobarabl, nmeromue nHTepBas QTc 6oaee SO0 Mc, pelIMAMBUPYIOLIHE CHHKOMAABHbBIE COCTOSIHIIS
U HepeAKO BHE3AIIHYI0 OCTaHOBKY KPOBOOOpal[eH sl B aHAMHe3e, Hy>KAQIOIIHeCs] B BBICOKHX A03aX [3-aApeHOOAOKATOPOB AASI KOHTPOASI
JKEAYAOUYKOBBIX TAXHAPUTMUIL. Bbisod. ViMmaanTanust kKapanoBepTepa-AeprOpruassTOpa sBASIETCS 9 PEKTHBHBIM U G€30IIaCHBIM MeTO-
AOM KaK ITepBUYHOM, TaK BTOPHYHOM IPOPHUAAKTHKY BHE3AIIHOM CEPACTHON CMEPTH Y AeTeH C CHHAPOMOM yAAMHeHHOro uHTepBasa QT.
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SUMMARY

Purpose: to assess specificities of course of the long-QT syndrome in children before and after implantation of cardioverter-de-
fibrillator (ICD), and optimization of indications to ICD-therapy. Materials and methods. We included in this study 48 children
with long-QT syndrome from 44 unrelated families (28 boys and 20 girls), who underwent ICD implantation at the mean age
11.8+3.8 years. Mean duration of follow-up after implantation was 5.2+2.8 years. Data from these children were compared with
those from 59 children of comparable age and gender with long-QT syndrome from 46 unrelated families receiving antiarrhythmic
therapy (B-adrenoblockers). We assessed clinical and electrocardiographic characteristics of the disease obtained at initial visit and
their dynamics thereafter. Results. Children with long-QT syndrome and ICD were mainly probands with interval QT longer than
500 ms, recurrent syncope and often history of sudden cardiac arrest requiring high doses of f-adrenoblockers for control of ven-
tricular tachyarrhythmias. Conclusion. ICD implantation is an effective and safe method both of primary and secondary prevention
of sudden cardiac death in children with long-QT syndrome.

PO’KAIOI¥e XM3HK HApYIICHUS PUTMA CEePALIA y AeTell  HbIMU KaHAAOMATHAMH, OODBEAMHUBIIMMHU PSIA CHHAPOMOB,
3 B OOABIIMHCTBE CAy4aeB OOYCAOBAGHBI NEPBUYHBIMH  MaHH(eCTHbIe GOPMbI KOTOPBIX UMEIOT BBICOKHI PUCK BHe-
SAEKTPHYECKUMH 3a60A€BaHUSMH CEPALIR, HAU HACACACTBEH-  3amHOMN cepaeuHoit cmeptu [1, 2]. K HuM oTHOCATCA cHH-
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ApoM yaaunennoro unrtepsasa QT (CYUQT), cunapom
xoporkoro unrepsasa QT (CKUQT), cunapom Bpyrapa
(CB), xarexoaaMuHeprudecKas MOAUMOPHAS JKEAYAOUKO-
Bas Taxukappus (KAIDKT), uanonaruyeckass Gubpuass-
IS XKEAYAOUKOB, CHHAPOM PaHHe! PeNOASPH3aLMU U PSIA
APYTHX CHHAPOMOB C MeHbIIel pacrpocTpaHeHHOCTbI0 [3].
Bce aTM CMHAPOMBI MMEIOT B CBOEHl OCHOBE HACACACTBEH-
Hble MEXaHHM3MBI H, 32 PEAKUM MCKAIOUEHHEM, HAaCACAYIOTCS
ayTOCOMHO-AOMHHAHTHO. ['€HbI, OTBETCTBEHHbIE 33 Pa3BHU-
THe KPUTHYECKUX HapyIIeHHH QYHKIUH MOHHBIX KAaHAAOB
KapAMOMHUOIIUTOB, KPOMe CEpAId, SKCIPECCHPOBAHBI TaK-
)e B APYIMX OPraHax, 4To O00yCAOBAMBAeT MHOTooOpasue
penoTunuyeckux mposiBaeHuit. Cropapudeckue caydau de
novo umerorcst y 5-10% 6oabubix [4]. Bee aTo sarpyanser
PAHHIOI KAMHHMYECKYI0 AMATHOCTHKY, IPHBOAUT K MHOTO-
YHCACHHBIM OIIMOKAM, YXyALIast POTHO3 Y IIO3AHO BBISBAS-
eMBbIX ITaI[HeHTOB.

ONHAEMHOAOTHYECKHE HCCAGAOBAHHUS, BBIIOAHEHHbIE
B IIOCAGAHUE TOADBI, TO3BOAMAM ITIOAYYUTD HEOKHAAHHBIE AQH-
Hble O PACIPOCTPAHEHHOCTH OTAEABHBIX CHHAPOMOB, AAM-
TEAbHOE BpeMs CUMTABIINXCS KpaiiHe PEAKUMH B IOITYASIIUH.
Tak, 6bIAa YCTAHOBAGHA YAaCTOTA BBIABACHHS MAHH(eCTHBIX
¢opm CYHMQT: 1 u3 2500 HOBOPOXKAEHHBIX, YTO ITO3BOASIET
CUHUTATh €0 AOCTATOYHO PACHPOCTPAHEHHbIM, TeHETUYECKU
AETePMHUHHUPOBAHHBIM 3a00A€BAHMEM C BBICOKUM PHCKOM
BHesanHO#t ceppeunoit cmeptu (BCC) [S]. Takum o6bpa-
30M, PHCKH, INPHCYIIHEe AAHHOMY CHHAPOMY, OXBATBIBAaIOT
OOABIIIYIO CYOIOITYASILIUIO, COIOCTABUMYIO IT0 YUCA€HHOCTH
C 6OABHBIMH CaXapHbBIM AMA6eTOM 2-TO THIIA K AKe OOAbIIe,
HPUHEMAsl BO BHHUMAaHHUE, 4TO CTePThle pOPMBI COCTABASIOT
or 10 a0 36% B 3aBUCHMOCTH OT IeHeTHYeCKOTO BapHaHTa
[1]. OTm pucKu MOTyT peaAnM3OBaTbCS KaK B ACTCTBE, TaK
H B 60Aee cTapIueM BO3pacTe.

Kannnyeckas xapruna CYVIQT Bapoupyer oT 6eccum-
INTOMHOTO HOCHUTEABCTBA MYTAIIHU AO BHIPXXEHHOH CHMIITO-
MaTHKU B BHAE PEIUAUBUPYIOIIMX CHHKOIAABHBIX COCTO-
SHWIl U BHE3AIHOH OCTaHOBKM KpoBoo6pamenuit (BOK).
ITatornomonmunoit aas CYMQT sBAsercs »XeAypoOdKOBas
TaxuKapAus Tuma mupyaT. BCC MoxeT OBITH IepBBIM IIPO-
sBAeHMEeM 32a00A€BAHMIL, B CBSI3U C YeM He IPeKpaIaIoTCs
IIOMCKU HamboAee UyBCTBUTEABHBIX (aKTOPOB M MapKepOB,
HO3BOASIIOIIMX HPOTHO3UPOBATh PHCK PA3BUTHS YTpPOXKa-
IOIIMX JKH3HU OCAOKHEHHI M CBOeBPeMEHHO O00ecIeduTh
nepsuynyio npouraktuky BCC. Cospemennas crpatudu-
KaIjisl pUCKa OCHOBaHA HA aHAAM3e aHAMHECTHYECKHX, KAH-
HHUYECKUX, SAEKTPOKAPAMOTPAdUYECKHX M TIeHeTHYeCKUX
dakropos [6-8].

Tepamus CYHMQT mnpeamosaraeT KOMIIAEKCHBIN ITOA-
XOA, BKAIOYAIOIIHA MEAMKAMEHTO3HOe AeYeHHe, HaIPaBAEH-
HOe Ha MPOQHAAKTHKY YIPOKAOLIMX KU3HU JKEAYAOUKOBBIX
AapUTMUH, ¥ HeMeAMKaMEHTO3HOe, HallpaBAeHHOe Ha Ipo-
duraxtuxy BCC. Antmapurmuueckas tepamus (AAT)
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-aapeHOOAOKATOpAMHE SIBASIETCSI 9P PEKTUBHOI B [IAAHE CHU-
xeHns cMeprHocTH nanuenTo ¢ CYHMQT B neaom ¢ 70 a0
5% [9, 10]. Opnaxo adpdexTHBHOCTD B-aApPeHOOAOKATOPOB
Pa3AMYHA B 3aBUCHMOCTH OT MOAEKYASPHO-I€HeTHIEeCKOTO
BapuaHTa cuHApoMa. IIpm I MoaekyasipHO-reHeTHYeCKOM
BapHaHTe CHHAPOMA [-aApPeHOOAOKATOPBI SIBASIOTCSI I€HO-
crefuGHIeCKON Tepamuefl M HPeAOTBPAIJAIOT PelUAMBDI
cuHkore B 81% cAydaeB, B TO BpeMs Kak IPH BapHaHTax
LQT2 u LQT3 ux ciocobHOCTD MPeAyIpPeXAATh Pa3BUTHE
JKEAYAOYKOBOI TAXMKAPAMH 3HAYNTEABHO HiKe [11-13].

Cymectsyer rpynma 6oasusix ¢ CYHMQT, xapakrepusy-
omascs Hanboaee TSDKeAbIM TedeHHMeM 3aboaeBanmsa. OHa
PopMUpyeTCcs U3 HAIIMEHTOB C HEAOCTATOYHOM 9 PeKTHBHO-
CTBIO [-aApEHOOAOKATOPOB, YTO CBS3AHO C OCOOEHHOCTAMU
MOAEKYASIPHO-TeHeTH4e CKIX MEXaHH3MOB, C O0Aee arpeccus-
HBIMHM MAU MHOX€CTBEHHBIMU MYyTaLIUsIMH [14, 15]. Kpome
TOT0, K 9TOM IPYIIIIe OTHOCATCS ACTH C HApyIIeHHEeM peXXUMa
npuema -aApeHOOAOKATOPOB. Y BCeX 9THX OOABHBIX UMeeT-
sl HarboAee BBICOKHMIT PUCK BHE3AITHON CMEPTH, 1 OHH HyX-
AQIOTCS B IMITAQHTAIIUK KApAHOBEpTepa-AeHOpHAASITOPA.

IlepBble omucaHUs TepamHy, OCHOBAHHOH Ha IIpUMeHe-
HUH MMIIAAHTHPOBAHHOTO KapAHOBepTepa-AedHOpHAAITOPA
(UKA), v monropbix manuentos ¢ CYUQT 6biant ormy6au-
xoBaubl W.J. Groh u coasr. B 1996r1. [16]. B pasbHeitmem
HKA 6b1AM IHPOKO BHEAPEHDI B CTAHAAPTHI AeUeHHs IaljH-
eHTOB U3 rpymmsl Beicokoro pucka ¢ CYMQT, a ycrpoiicrsa
CTAAM UMIIAQHTHPOBATb HE TOABKO GOABHBIM, II€peHeCIINM
OIACHBIE AAS XKU3HU OCAOXKHEHUs, HO U MAIfleHTaM 0e3 CHM-
ITOMOB C AOKAa3aHHBIM PHCKOM, Hampumep, caydaun BCC
B cembe nam cuHapoma LQT3 [S, 17, 18]. B nacrosmee
BpeMsI COTAACHO OOLIENPUHSATHIM PEKOMEHAALNSIM UMIIAQH-
tarust IKA B 06s13aTeAPHOM IIOpSIAKE ITOKa3aHa BCeM OOAb-
HbIM ¢ 9TUM cuApoMoM (I kaacc), nepenecmum BOK, anbo
C AOKYMEHTHPOBAHHOI JKeAyAOUKOBOil Taxukappaueit [19],
a penmamBupyoomue Ha ¢oHe AAT cuHKOIE OTHOCATCA
Ko II kaaccy nmokasanuil. MOTHBHpOBaHHbIe CPabaThIBAHIMS
HKA umetor or 28 A0 68% OOABHBIX, COTAACHO Pa3HBIM
AaHHBIM [16, 17, 20, 21], 4TO CBHAETEABCTBYeT, C OAHOI
cropoHsl, 06 a¢pPexTuBHoCcTH npoPpuaaktuku BCC, a ¢ Apy-
roit — o HeapPexrusHOCcTH AAT, HecMOTps Ha yBeAndeHUe
Ao3 mpemnapaTos Ha pone MTKA. CpeaHnuit Bo3pacT 60AbHBIX
¢ CYMQT u KA cocrasasier okoao 30 AeT, Ipu 3TOM OIH-
canue BosmoxkHocTeln MKA-tepamuu y aerert ¢ CYHUQT
OrpaHMYUBAETCS OYeHb HEOOADBIINMY IPYIIIAME U KOPOTKHUM
KaTaMHe30M, MAKCHMaAbHO A0 S aeT [16, 20,22 ].

B HacrosimeM HCCAeAOBAHMH 0CO60€e BHUMAHUE YAEACHO
AHAAM3Y KAMHHYECKHX M 9ACKTPOKApPAUOrpadHIecKHX OCO-
6ennocreit Tedernst CYVQT B oeTckoM BO3pacTe A0 U ITOCAe
uMnaanTanun KA, aHaAn3y nmpeAMKTOpoB MOTHBHpPOBAH-
HBIX CpabarblBaHWil M onruMmusanuu mokasanus Kk WKA-
Tepanmuu. JTO IepBas OTe4eCTBEHHAs ITyOAMKAIfHs, MOCBS-
meHHast ocobenHocTsiM MKA-Teparmuu y aereit.
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KanHndyeckne HaOAIOAEHHU ST K METOABI

3amepuop ¢ 01.01.2004 r. mo 01.01.2015 . B Pepepasbhbrit
ACTCKMI HAYYHO-TIPAKTHYECKMI LEHTP HapyLUIeHWH pHUTMa
cepatia HUKH neanarpuu nm. akapemuka IO. E. BeasTumena
OBIAU TOCIIMTAAMBHPOBAHBI 626 AeTell C AMArHO30M HAaCAeA-
crennblit CYMQT. Kapanoseprepbi-AeprOpHAAITOPDI OBIAK
MMIAQHTUPOBaHbI 48 (8% ) AeTsM U3 44 HEPOACTBEHHBIX CeMeit,
28 maabunkaMm 1 20 AeBoUKaM B Bo3pacTe oT 3 A0 17 aeT (cpeA-
HHUII BO3pacT mMmAaHTanuu 11,8+3,8 road). AAMTEABHOCTD
KaraMHe3a rmocae ummaanTanuu KA cocraBmaa ot 1 ropa
Ao 11 aet (B cpepHeM §,2+2,8 roAa). OTu 60AbHbBIE COCTABUAU
OCHOBHYIO I'PYIIITY HACTOSIIIETO UCCACAOBAHIL

B rpynmy cpaBHeHMs 6b1AM 0TOOpaHBI 59 AeTell C HacAeA-
crBenubpiM CYUQT 6e3 KA u3 46 HepOACTBEHHBIX CeMel],
COIOCTAaBHMbIE IO BO3PACTY M IOAY C IAIIUEHTaMH OCHOB-
Ho# rpymmbl, moay4aiomue AAT [B-appeHobaokaTopamu
(34 maabuuKa U 25 AEBOUEK, CPeAHHIl BO3PACT HA MOMEHT
TIePBOTO BU3HTA B KAMHUKY 8,9+4,0 ropa). [Teproa HabArope-
HHS B TPYIIIe CpPaBHEHUs cocTaBuA 8,415,5 roaa.

B nccaepoBaHHe He BKAIOYAAM OOABHBIX C IIEPHOAOM
HabAroAeHHsT MeHee 1 ropa. MoAeKyAsIpHO-IeHeTHdYeCKHil
aHaAM3 ObIA IpOBeAeH Y 98% AeTeit OCHOBHOM IpyIIib U 72 %
OOABHBIX IPYIIIIbI CPAaBHEHUISL.

Y Bcex 60ABHBIX OLieHMBAAU AQHHbBlE aHaMHe3a (HaAndme
M YaCTOTa CHHKOIIAABHBIX IIM30A0B A0 Havara AAT, nHaau-
une amu3op0B BOK, ocobenHocTH TeueHMs 3aboaeBaHMS
Ha ¢one AAT); cemeitnpiit anamues (Haamume CYUQT
u caysaeB BCC B cempe y popcrBennuxos I-II cremenn
poacTBa B Bodpacte A0 40 Aer). PerucTpupoBasu mpopoa-
KUTeAbHOCTh Koppuruposausoro uurtepsasa QT (QTc)
Ha crapapTHOH DKI' mpy mepBoM U OCAGAYIOIINX BU3HTAX
B KAMHUKY, HakaHyHe uMmaantanuu KA, nocae ummnaanra-
MM U B PA3AUYHBIX QYHKIMOHAABHBIX COCTOSHHSAX, BKAIO-

Jas $usmuecKyro Harpysky. OTMedaAn HaAMYHe OCAOXKHe-
HUI B PaHHEM M MO3AHEM IIOCAEONEPAlJMOHHOM MEePUOAAX.
MoHuTopuHT $aKTOpOB PUCKA M KOHTPOAb cucTeMbl KA
IIPOBOAMAM OOABHBIM He pexe 1 pasa B 6 Mec.
MaremaTuyeckyio 06pabOTKy AAHHBIX TIPOBOAUAH C IPH-
MeHeHHeM mporpammbl Statistica («StatSoft Inc», CIIIA).
CpaBHeHHe KAMHHMYECKMX M 3AEKTPOKAPAMOTpadHuecKHX
IApaMeTpPOB B TPYNIAX BBIIOAHSAM C HCHOAB30BAHHEM
TectoB CrplopeHTa M MaHHa-YUTHH. AaHHbBIE IpeACTaBAe-
Hbl B BHA€ CpeAHeecTaHAQpTHOe oTkAaoHeHue (M+SD).
Pasamumsa canTasm craTucTHYecKH 3HAYMMBIMH 1TpH p<0,08S.

PesyabTaTsl

Ocuosusle xapakTepuctuku aAereit ¢ MKA u 60AbHBIX
U3 TPYIIbl CPaBHEHMS IpHBeAeHDbI B TabA. 1. B ocHoBHOI
IpyIIle HE3HAYUTEABHO mpeobrapasn Maabauku (589%).
ITpo6anasr cocraBuan 92 % 6oababix ¢ MKA 178 % 60AbHBIX
B TPYyIIIIe CPaBHEHH; COOTBETCTBEHHO B OCHOBHOM IpyIe
6b1a0 Goabmie mpobanaos (p=0,05). Caysau BCC B Moso-
AOM BO3pacTe CPeAH YACHOB CeMbU B OOEHX IPYIIIAX AOCTO-
BEpPHO He Pa3AMYAAUCE.

AocroBepro uame y 6oapubix ¢ KA ompepeasirach
cuHKOMaAbHas popma cunapoma (92%), a smmzoast BOK
B anamHese umean 19 (40%) 6oabHbx. CAeAyeT OTMETHTD,
uT0 y 4 (8%) 60abHbIX BOK siBASIAACH TIEPBBIM M €AMHCTBEH-
HBIM CHMIITOMOM 3a60AeBaHus. B 4 cAydasix Bo BpeMst OAHO-
rO U3 CHHKOIIAABHBIX COCTOSIHHII ObIAQ AOKYMEHTHPOBAHA
acucroaust. OXXHUAAEMO SIHM30ABI APUTMHH Yallle OTMEYAANCh
y 6OABHBIX OCHOBHOI IPYIIIIBL, IIPU 9TOM BO3PACT MaHU(ecTa-
[JMY KAMHUYECKHX IIPOSIBACHHI IO IPYIIIaM He pa3sAMYaACs.
HKA B 0CHOBHOI1 rpyrire 6bIA HMIIAAHTHPOBAH AASL BTOPUY-
HOJ IPOPHAAKTHKHU YIPOXKAIOIIMX XU3HU aPUTMHUI 44 60Ab-
HBIM U C L]eAbIO IIEPBUYHOM IPOPUAAKTHKY — 4.

Ta6anna 1. CpaBrHuressHas xapakrepucTrka 60apHbx ¢ CYVQT B 3aBUCHMOCTH OT Tepanuu

ITapamerp I'pynna ocuosnas (n=48) I'pynna cpasuenus (n=59) p
Maasunku 28 (58) 34 (58) NS
BCC B cembe 15 (31) 25 (42) NS
o anene BOK i 2o S
Bospacr nepsoro cunkore, roasr 7,04 6,713 NS
QTc, mc 508+45 460+45 0,0000
QTc >500 mc 32 (67) 13 (19) 0,0000
TenoTHNIHpPOBaHO: 47 (98) 42(72)
. LQT1 16 (34) 31 (74) 0,0005
. LQT2 13 (27) 10 (24) NS
.LQT3 8 (17) 0 0,01
- JLN* 5(11) 0 0,05
« CM** 5(11) 1(2) 0,04
B-AapeHob6A0KaTOPBL, MI'/ KT 1,4+0,5 0,8+0,3 0,000
Kom6unuposannas AAT 13 (27) 0 -

A\aHHbIe TIPEACTABACHBI B BHAE A6COAIOTHOTO dHcAa 60AbHBIX (%), ecau He ykasaHo apyroe. BCC — BHesanHas cepaedHas CMepTh; * — CUH-
ApoM AskepBeara—Aanre-Huabcena; ** — rereposurorssie koMmayHA-MyTanuy; AAT — aHTHapUTMIYecKas Teparus. 3AeCh U B TabA. 2, 3:
CYHQT - cuaapom yaauserHoro uarepsasa QT; BOK — BHesanHas ocraHOBKa KpoBoo6pamernss; QTc — IPOAOAKUTEABHOCTh KOPPUIHPO-

BanHoro uHTepBasa QT; NS - pasandue He AoocTOBEpHO.
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QTc 6bIA AOCTOBepHO 6OAbIIE y IAIMEHTOB OCHOB-
Hoit rpymmbl (S08+4S5 Mc mpotus 460+4S mc; p<0,001).
Boapnpix ¢ unarepBasom QTc >500 mc 6BI1AO AOCTOBEPHO
6oab1re B 0cHOBHOI1 rpyme. [Ipu aToMm y 3 pAeTeit OCHOBHOI
rpyrmbl QTc ma OKI' mokos He npespinras 440 mc.

Cpean aereit ¢ KA mpeo6aaparu 60ABHBIE C CHHAPO-
MoMm LQT3 u mmMeBmue KoMIayHA reTepo- HAU FOMO3HIOT-
Hble MyTAIIUH, B TOM YUCAE C CHHAPOMOM AjkepBeara—/AaHre—
HuabceHa, Toraa Kak B IpyIne CpaBHeHHs B OOABIIMHCTBe
caydaes umea Mecto cunapom LQT1 (cm. Taba. 1).

DBOABIIMHCTBO AeTell 0OEeHX IPYIIT MOAYYaAH MOHOTepa-
nuio B-appeHobaokaTopamu. B ocroBHo rpymme 13 (27%)
AeTell AOTIOAHHTEABHO MOAYYaAU OAOKATODP HATPUEBBIX KaHa-
AOB B KaUeCTBe IeHOCIIelf$pUIeCKOi TepaIluy IIPH CHHAPOMe
LQT3 (54%), An60 AASL AOTIOAHUTEABHOTO KOHTPOASL JKEAy-
AOYKOBBIX apuTMuii pu cunapome LQT2 (46%).

Cpeanuit Bospact mmnaantanuu MKA cocrtasua
11,844 roaa (or 3 Ao 17 aer), mpu atom B 48% caydaes
MKA 6bIA HIMIIAQHTHPOBAH AETSIM B ITyOepTaTHOM BO3pacTe
or 11 a0 15 aet (cm. puc. 1). [TokasaHUAMU K UMITAQHTALIMH
UKA nocaysxuau [22]:

1. [epenecennas BOK (kaacc mokasanwit 1);

2. Bpapucucroandeckue Hapymenust purma (arpuoBeHTpU-
KyASIpHBIe GAOKaAbl, STIM30Abl ACUCTOAMH), He TIO3BOASIO-
IMie HA3HAYUTh HEOOXOAUMYIO A03Y B-aApeHOOAOKATOPA;

[

. Heappextusrocrs AAT B-appeHo6aokaTopamu (KOHCTa-
THPOBAHA B CAyYae PellMAUBA CHHKOMAABHOTO COCTOSHUS
Ha $poHe Tepanuu, Kaacc nokaszanuit I1a);

4. OrpuljaTeAbHasi AMHAMHKA MapKepOB 9AEKTPHYECKOMH
HeCTaBUABPHOCTH MUOKapAa (IIPOAOAXKHTEABHOCTD MHTEp-
Basa QTc ma OKI moxos >500 Mc, mosiBAGHUE aAbTepHA-
uuu 3y61a T, KeAyAOUKOBOM 9KCTPACHCTOAUN).

Hamnboaee yacThIM IMOKa3aHMEM K MMIIAQHTALIUH CAYIXKH-

Aa HedapPeKTUBHOCTD P-appeHob6AOKaTOpOB. B 19% caydaes

OCHOBAaHHEM AASl MIMIIAQHTAIIUHM ITOCAYXXHMA BBICOKHH PHCK
PAa3BUTHSA YT'POXKAOIIMX XXU3HU aPUTMHUIL.

JKeAya0uKOBbIE TAXHAPUTMHU OBIAU 3aPETUCTPHPOBAHbI

y 20 (42%) manueHTOB OCHOBHOM TPYMIbI U GBIAM TpeA-

M 1-S5 aer
B 6-10 aer

M 11-1S aer
M >1S aer

Puc. 1. PacipepeseHre 60OABHBIX B 3aBUCHMOCTH
OT BO3PacTa Ha MePHOA HMIIAAHTAITHH
KapauoBepTepa-peduépHaAsiTOpa.
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CTaBAEHBI OMU30AAMH YCTOMYUBON (QUOPHAASIIUM SKEAy-
pouxoB (DXK), koTopsle Kynuposaauch paspspamu KA,
u omm3opamu HeycroiumBon OJK, xymmpoBaBmmMmmcs
CaMOIIPOM3BOABHO.

Cpean 19 aeteit, nepexxusmux BOK, MoTusupoBanHbIe
cpabarbiBanys 6b1am y 8 (42%). C TOI e 9aCTOTOM MOTHBH-
pOBaHHbIe CPAbATHIBAHKS OTMEYAAUCH y 60AbHBIX 6e3 BOK
(41%). Ipu atom 4 60abHBIX, KoTopbiM KA, 6514 HMIIARH-
THPOBaH OAHOBpeMeHHO ¢ HasHadeHneM AAT mocae mepso-
ro anu3oaa BOK, B paabHefIIeM penMAUBOB 5KeAYAOIKOBOM
TaXUKAPAMHU He IMEeAM.

B 12 cayyasx (25%) comyTcTByromue HapymeHHS MPo-
BOAMMOCTH He II0O3BOASIAM HAa3HAYUTDh 3PPEKTHBHYIO AO3Y
f-aapeHOOAOKATOPA, B CBSA3H C 4eM OITHM OOABHBIM ObIA
umnaantuposan IKA: B 3 cAyyasx AoKymMeHTHpOBaHa
ACHCTOAMS; CHHYCOBasi OpapMKapAHs —3aperucTpHpOBa-
Ha y 4 OOABHBIX U y S — aTPHOBEHTPHUKYASIpHasi 6AOKaAa
I-III cremenn. MOTHBHPOBAHHBIX CpabaTBIBAaHUI y ITHX
AeTell 3a IIepUOA HAOAIOAEHMS He OBIAO.

HeadpexruBHocTh P-appeHOOAOKATOPOB OblAa  HaU-
6oaee wacroit mpuunHoit ummaanTaruu KA (56% cayda-
eB). Y 17 u3 aTux GOAbHBIX MOCAE MMIIAQHTAIIUM HMEAMCH
PeLIMAUBDI XeAyAOUKOBO# Taxukapauu (63%),a B 12 (60%)
CAy4asiX AOKyMEHTHPOBAHBI OeCCHMIITOMHBIE SIIM30ABI HEy-
croitausoii JKT. AocToBepHO Yame MOTHBHpPOBaHHBIE Cpa-
6arpiBarns KA 3apernctpupoBaHb! y 6OABHBIX C YaCTHIMU
u mosropubiMu (60aee S) cuHKome B anamuese (p=0,0001).

BoIcokuil PHCK PpeLUAMBOB >KEAYAOUKOBOM TaXHKap-
aun Ha ¢oHe peryaspHoii AAT mOCAYXMA OCHOBaHHEM
Aast ummaadTanuu KA y 9 (19%) aereti. MoruBupoBaHHbIE
LIIOKU 32PerUCTPHPOBAHBI B IIOCACAYIOIEM Y 3 M3 3THX 6OAB-
HBIX: y 60ABHOTO ¢ CHHApOMOM AskepBeara—Aanre—Huabcena
1y 2 60ABHBIX ¢ 6oabmMM urcAoM caydaeB BCC B cembe.
Boavnomy ¢ cunppomoMm  AsxepBeasa—Aanre-—Huabcena
AAT m nvmaanTanms KA 6p1an HazHaueHbI OAHOBPEMEHHO
II0 IPUYMHE 3A0KAYeCTBEHHOTO TeYeHHUsI 3a00AeBaHHSI.

OcAoXHEHHUS B IIOCACOTIEPALIMOHHOM IIEPHOAE OTMede-
ub1y 10 (21%) pereit (Taba.2). [IoAU30AILIMOHHBII Hepe-
AOM IIPEACEPAHOTO IAEKTPOAA KOHCTATHPOBAH y 3 AeTei
ny 1 pebenka — mepeaom ob6oux aaekTpopoB. Ilepeaomsr
9AEKTPOAOB BBIIBASIANCH B XOA€ ITAQHOBOTO KOHTPOAS
cuctembr MKA Ha ocHOBaHMH HapyIIeHUs YyBCTBUTEABHO-
CTH AM0O IOBBIIIEHUS HMIIEAAHCA 10 COOTBETCTBYIONIEMY
KaHaAy. Y 1 pebeHKa ImepeAOM AeKTPOAQ COMPOBOXAAACS
HEeMOTHBHPOBaHHBIME cpabaTbiBanusiMu. Eme y 3 aereit
passuanch npoaexxau aoxa MKA, mpu aTom B opHOM cay-
Yae aceNmTHYeCKOe BOCIAAeHHe OBIAO 0OYCAOBAEHO aAAep-
rueil K TUTaHy. ¥ 1 pe6eHKa Pa3BHACS AMTaTypPHbIHA CBHIIL.
[TocAeomepanlMOHHBIH TIEPHOA OCAOXKHHUACS AMCAOKAITHEN
IPEACEPAHOTO JAEKTPOAQ B 2 cAydasix. ¥ 1 pebenka pas-
BHUACS TeMOIIePUKApPA BCACACTBHE NMEHeTPAITHU IPEACEpA-
HOTO 9AEKTPOAQ.
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Ta6anna 2. XapakTepUCTHKA I0CACOIEPALIHOHHOTO
reveHus y 6oapubix ¢ CYMQT, xoTopsiM 6b1A
HMIIAQHTHPOBAH KAPAUOBEPTEP-AePUOPUAAITOP

ITapameTp 3HaueHHe
5,2%2,8
Karamues, roant (il e 1)
PeummnaanTanys 17 (35)
OcaoxxHeHH: 10 (21)
o IepeAOM 9AEKTPOAOB, % 4
o AFICAOKAIIUS 9AEKTPOAR, % 2
o IIPOAEKEHD AOXKA M/ MAU AUTATYDHBII CBUL, % 4
« meHeTpanus, % 1
« MHEBMOTOPAKC, % 1
HemoruBrpoBaHHble cpabaThBaHUs 5(10)
OIT 5(10)

OIT — $puOPHAASLYS IIPeACEPAUIL.

Bcem AeTsIM ¢ MOAM3OASILIMOHHBIM IIEPEAOMOM JAEKTPO-
Ad, AMCAOKALIMEN M IIeHETpalMer IPEACEPAHBIX SAEKTPO-
AOB TIPOBEAEHA 3aMeHA IAEKTPOAOB. PebeHKy ¢ mpoaesxHeM
HKA 6bIA HIMIIAQHTHPOBAH AIIIAPAT C 30A0THIM ITOKPHITHEM,
aAAeprudeckas peakiiys Ha KOTOPBIN OTCYTCTBOBAAA.

HemoTuBupoBaHHble cpabaThiBaHHsI OBIAU 3apeTHCTPH-
poBsannl y S (10%) 6oabHbrx. [IpHYMHAME CTAAH TIOAM3OAS-
IIMOHHBIH [IePEAOM JAEKTPOAA M HAAXKEAYAOUKOBAs TaXUKap-
AU C TUIIEPBOCHPUSTHEM BOAHBI T.

B 5 cay4asx y 60AbHBIX ObIAM 3apeTrHMCTPUPOBAHBI OAMH
1 60Aee IM30A0B PUOPHAASILIUN IIPEACEPAUIT AUOO HapXe-
AYAOYKOBO¥ TaxuKapauu. HapskeAyAOUKOBbIe TaXHAPUTMUM
B 2 CAydYasx OBIAM IPUYMHON HEMOTHBHPOBAHHOIO cpaba-
THIBAHUS BCAGACTBHE THIIEPBOCIIPUSITHS BOAHBI T BO BpeMs
IIPUCTYIIA, B OCTAABHBIX CAYYasX ABASAMCH CAYYalHON HAXOA-
KOH. AOIIOAHHTEABHO K [-aApEHOOAOKATOPY OAHOMY pebeH-
Ky OBIA Ha3Ha4YeH IPOIMapeHOH, B OCTAABHBIX CAydYasix ObiAd
CHIDKEHA 1yBCTBUTEABHOCTD II0 IIPEACEPAHOMY KaHAAY.

O6cysxpaeHne

HccaepoBaHHe TIPOAEMOHCTPHUPOBAAO, YTO Y AeTell
¢ CYMQT wummaanranus MKA mpoBoaurcs mo Tem >xe
IIOKA3aHUSM, YTO U y B3POCABIX OOABHBIX C 9TOH IIATOAOTHEH,
OAHAKO MMEIOTCS CYIleCTBeHHbIe OTAMYHAL.

OcHoBHBIM MOKa3aHueM K umnaanTtanu KA B aro6om
BO3pacTe, COTAACHO 3apy0e>KHBIM HCCACAOBAHMUSM, SIBASIET-
csi BOK, 4TO NmOATBEpIKAEHO MEXAYHAPOAHBIMH KAWHH-
yeckUMU pekoMeHpanusaMu (Taba.3). DTO IPO3HBIN CHM-
IITOM, CBUAETEABCTBYIOIIHI O BBICOKOM PHICKE peIlHAMBA
@K y 60ababix c CYUQT [10]. OpHaKo cAepyeT OTMETHUTD,
yTo B HameM uccaepoBanuu aetu ¢ CYNUQT c epuHCTBEH-
upiM amu3opoM BOK B aHaMHe3e He MMeAU B AAAbHEMH-
IIeM MOTHBUPOBAHHBIX CPAOATBIBAHUIL; TOTAQ KAK y AeTeil
¢ BOK B coueTanum ¢ penuAUBHPYIOINIUMH CHHKOIIE

Tabauna 3. CpaBHHUTEABHBIN aHAAN3 TIOKA3AHUH K IMIIAQHTAITHN KapAHOBepTepa—Aecpn6pnAA5{Topa

y 60apHbIX ¢ CYMQT coraacHO MeXXAyHapOAHBIM PEKOMEHAALIIM

HRS/EHRA/APHRS
Expert Consensus Statement

The Task Force for the Management of Patients

Kaace on the Diagnosis and with Ventricular Arrhythmias and the Prevention ACC/AHA_/ HRS Guideline for
1 YPOBEHE Management of Patients with of Sudden Cardiac Death of the European Societ the Evaluation and Management
pexoMenpanumi igemen . . P Y of Patients With Syncope (2017)
Inherited Primary Arrhythmia of Cardiology (2015)
Syndromes (2013)
Wmvmaanranus MK A pexoMeHAOBaHA ManjueHTaM
Kaace I }%ﬁ?::g:iggﬁﬁ;i;:;j- c AOKyMef{TI/IPOBaHHOﬁ @)K mav reMoOAMHAMMYECKH
Vposens A nokasana mamuentam ¢ CYUQT, 3HaunMort JKT B OTCYTCTBHE KOPPEKTUPYEMBIX IIPHYHH, —
e TIOAYHAIOIIHX AACKBATHYIO TEPaIHIO U HMeIOMuX 6Aaro-
IPHSITHBIN IIPOTHO3 AAS KM3HHU B TedeHHe >1 ropa
KnaceI WmnaarTanus KA B codetanuu ¢ B-appeHo6ao-
YVposers B — Karopamu 1okasana naruentam ¢ CYHMQT, nepenec- —
mum BOK
MmmnaauTamus KA pomoanu- Mmnaauranus KA mokazana na-
TEABHO K -aApeHo6AOKaTOpaM WmmaanTanus KA aomoaHETeABHO K f-apApeHo- muenTaM ¢ CYWQT, moayyaromum
Kaacc ITa MO3KeT GBITh PEKOMEHAOBAHA 0AOKATOPAM MOXKET OBITh PEKOMEHAOBAHA [IALIHEHTAM  [3-aApEHOOAOKATOPBI, K IIPEAIIOAO-
Yposen» B nanuenTam ¢ CYMQT c cunkone ¢ CYHQT c cunxorne u/uan XXT Ha GpoHe apAeKBaTHOM — SKMTEABHO C aPUTMHYECKIMU CHH-
u/nan KT Ha poHe Tepanun A03bI B-appeHobAOKaTOPA KOIIe MAY PH Hed ) PpeKTHBHOCTH
p-aapero6aokaTopamu Tepanuu B-aApeH0OAOKaTOpaMH
1. ITopxosxusiit IKA MoskeT 65ITh aAbTepHATHBOM
HKA, uMIaaHTHpyeMOMY TPaHCBEHO3HO, B CAyYasX,
KOTAQ 3aTPYAHEH BEHO3HBIH AOCTYII, IIOCAE ACHMITAQH-
Kaace ITb raruu KA 1o npuarHe HHPEKIMU MAM Y MOAOABIX
Vposers C — IAI[eHTOB. —

2. Imnaanranms MK A Bo3MOXXHA AOTIOAHHUTEABHO
K B-apApeHO6AOKATOPAM Y IAIIMEHTOB C 6€CCHMIITOM-
ubiM CYHIQT ¢ maToreHHBIMH My TAlUsIMU B T€HAX
KCNH2 nau SCNSA 1 QTc >500 mc

UKA - uMmaaHTHpYeMbIi KapAHOBepTep-Aedpudpuassitop, KT - xeaypoukoBas Taxuxapans, QK — GuOpHUAAIIINS KeAYAOIKOB.
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Ao ummaantanuu KA MoTuBHpOBaHHBIE CpabaThiBaHUS
CAYYaAHCh AOCTOBepHO dame. B aTom Bompoce Hamboaee
B3BENIEHHOMN BHITASAUT Touka 3peHus II. Illsapma, xoTto-
PBIi B CBOEM HCCAGAOBAHNH, IIOCBSIIEHHOM MMITAQHTAIIUU
VKA TakuM manueHTaM, IpeAAaraeT YYUTHIBATh IIepH-
oa BpeMeHH, npomepmuii ¢ MoMeHTa BOK mam cunkome.
Ecam Ha $poHe Tepammm aToT mepuop mpesbimaer 10 aer,
TO AAQHHBIM KPUTEPUH CAEAyeT CUHTATh MAAO3HAYUMBIM
AAs mporHosa pucka XK [17].

HeadpexTuBHOCTD Tepamuu [-appeHOOAOKATOpaMH,
[0 MHEHHIO 9KCIIEPTHOTO COOOIecTBa, OTHECEHA K KAAc-
cy Ila nokasanmii [19]. CoraacHo pesyabTaTaM HacCTOsAIe-
ro uccaepoBaHys, HeadPpekTuBHOCTb AAT y AeTeil BbImAa
Ha IIepBOe MeCTO CpeAM ITOKazaHuil K uMmmaantanuu KA,
4yTO0 06DbsACHAETCA Kak 6oaee TsaxeabiM Tedennem CYHMQT
c MaHudecrayueil B AETCKOM BO3pacTe, TaKk U Ooaee
BBICOKMM YpPOBHeM (U3MYeCKON aKTHBHOCTH M IMOIH-
OHAABHON AAQOGHMABHOCTBIO OOABHBIX AETCKOTO BO3pACTA.
CootsercrBenHo y aeteit ¢ CYHMQT tpyanee mopobpars
AAeKBaTHYIO A03y [-appeHoOAoKaTopa. Mbl HabAOAAH
HanboAbIlIee KOAMYECTBO MOTHBHPOBAHHBIX LIOKOB MMEH-
HO CpeAM IanueHToB, KoTopsiM KA 6bIA MMIIAQHTUPOBaH
IO IPHYHMHE PelJUAUBA CHHKOIIEe Ha ¢pOHe TepaIluy, YTO KOC-
BEHHO CBUAETEABCTBYET B IIOAb3Y 3HAYUMOCTHU JTOTO ITOKa-
3aHHS B AETCKOM BO3pacTe.

Eme oaHOI cepbe3HON NPOOAEMOI SIBASETCS HHU3Kas
NPUBEPKeHHOCTH K Tepanmuu cpeau moapocrkos ¢ CYHQT,
Ha AOAIO KOTOPBIX IPUXOAUTCS A0 50% mmmaanTanmit IKA
B A€TCKOM BO3pacTe. Y 67% GOABHBIX CHHKOIIE PELIUAHBHPO-
BaAM BCAEACTBHE IIPOIIyCKa IIpreMa 3-aApeHOOAOKATOPOB.

AeMorpaduueckue M KAMHHMYECKHE XapaKTepUCTUKU
TPYIIIBl HECKOABKO PAa3AMYAAMCh. AOCTOBEpHOro Ipeob-
AAQAQHUS AWML, MYXXCKOTO HAM JKEHCKOTO II0AQ CPeAU 6OAb-
upix ¢ MKA B Hamem nccAepOBaHMH He OBIAO, TOTAA KaK,
1o AaHHBIM AuTeparypsl, KA game uMOAaHTHPYIOT XeH-
munam ¢ CYUQT [23]. BeposaTHo, 310 pasamuue CBsi3a-
HO C BO3PacTOM IAIJUEHTOB, TaK KaK H3BECTHO, YTO B BO3-
pacte A0 15 AeT MaABYMKM C AQHHBIM CHHAPOMOM (oco—
6erno LQT1) umeror 6oaee Boicokuit puck BCC, Toraa
KaKk IIOCA€ IEepHOAA II0AOBOro cospepanus puck BCC
Bbime y xeHmuH [24, 25]. BospacTHoi#t muK uMmAaHTa-
LUl MPUXOAMUTCS Yy AeTeil Ha Bo3pacT oT 11 po 1S5 aer,
4TO COTAacyeTcs ¢ AaHHbIMU HccaepoBanus C. Berul [8].
B namewm nccaepoBanuu cpeant 60apubix ¢ KA aerckoro
BO3pacTa B OCHOBHOM OBIAM IIPOOAHABL, 32 €AUHCTBEHHBIM

Information about the author:

ucKAloueHHeM. VIX IpeACTaBAGHHOCTb ObIAQ HECKOABKO
BbIlIe, YeM B uccaepoBanun W. Zareba u coasr. (92% mpo-
Tus 84%) [23].

B 6oAbmHHCTBe cAy4aeB OOAbHbIE HMEAM CHHKOIIE
AO HMIIAQHTAIMU U OKOAO S50% 6oabHbIx mepexxuan BOK,
9TO TaKXKe COTAACYeTCS C AAHHBIMH APYTUX aBTOPOB [ 17, 23].
ITpu 5TOM K GOABHBIM 03 CHMIITOMOB KaK AO, TaK M IOCAe
HMIIAQHTAI[MH OTHOCHAUCH IIPEMMYIIECTBEHHO OOAbHBIE
¢ LQT3, xoropsrit accoruupyercs ¢ Bbicokum puckom BCC
BO BpeMs NepBOTO NPHUCTYIA >KEAYAOUKOBOHM TaXUKAPAHM
H C HEAOCTATOYHO# 9 PEeKTUBHOCTBIO -aAPEHOOAOKATOPOB,
4TO U BBIHYXAaeT uMrAaHTHpoBaTh MKA 60apapiM ¢ LQT3
C IIeAbIO TIePBHYHON MPOQPHAAKTUKH YTPOXKAIOMUX JKH3HH
OCAOXHeHHuH. B To jxe BpeMs B rpyme cpaBHeHHUS OXKHAAE-
Mo mpeobaapasu aetu ¢ LQT1, y koTopsix a$ppeKTHBHOCTD
MEAMKAMEHTO3HO! Tepamuu [-aApeHOOAOKATOpaMH 3HAdHU-
TeAbHO Bbime U moTpebHocTs B MIKA-Tepanuu BosHukaer
B MICKAIOUHTEABHBIX CAYYasIX.

Y 42% 6oapubix perent ¢ KA Ob1au 3aperucTpuposa-
HBl MOTHBHPOBAHHbIE CpabaThIBaHMA. OTO 3HAYHTEABHO
Jamje, yeM onucaHo y B3pocasix maruenTos ¢ CYMQT. Tak,
no paHHBIM EBporeiickoro perucrpa, Toabko y 28% 60Ab-
ubix ¢ CYUQT u UKA umeanch cpabarbBanus [17]. 1o
MOXHO OOBSCHHUTD 0OAee >KeCTKUM H, BO3MOXHO, GoAee
B3BEIIEHHBIM OTOOPOM KaHAMAATOB Ha nMrAanTanuo KA
B AETCKOM BO3pacTe.

3akAueHue

Takum 06pa3oM, AQHHOe HCCAEAOBAHUE IIO3BOAHAO
OIIPEAGAUTh OCHOBHbIE XapPAKTEPHCTHKM, OTAMYAIOIIUe
OOABHBIX, HYXAAIOIJUXCS B HMMIIAQHTAIIMA KapAHOBep-
Tepa-AePUOPHAASITOpPA B AETCKOM Bo3pacre. AaHa CpaB-
HUTEAbHAs XAPAaKTePUCTHKA AeTed U3 TPYIIIBbl BHICOKO-
ro pHCKa C CHHAPOMOM yKopodeHHOro murepsasa QT
U AeTeH, Y KOTOPBIX AAS 9QPeKTHBHOMN IPOPUAAKTHKHU
BHE3AIHON CePAEYHON CMepPTH OBIAO AOCTAaTOYHO aAHTH-
apuTMUYeCKOH Tepanuu. boAbHBIE ¢ cHHApPOMOM yKOpO-
yeHHOro uHrepBasra QT M MMIAAHTHpYeMBIM KapAHO-
BepTepOM-AePHOPHAASITOPOM B AETCKOM BO3pacTe — ITO
IpenMyIeCTBEHHO Mpo6aHAbl, y KoTopbix nHTepBas QTc
6oaee 500 MC, HMEIOTCSI peLMAUBHPYIONINE CHHKOIAAD-
HbBIe COCTOSHMS M HepeAKO BHe3allHas OCTAaHOBKAa Kpo-
BOOOpameHHs B aHAMHe3e, 1 HY)XAQIOIIHECS] B BHICOKHX
AO3ax [-apApeHOOAOKATOPOB AASL KOHTPOASL SKEAYAOUKO-
BbIX TAXHAPUTMUH.
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