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CUHJIPOM VVIMHEHHOI'O UHTEPBAJIA QT V JIETEH

T. A. JlamkoBckasi, A. A. KapueBckuii

I'poaHeHckMii rocy1apcTBeHHbIH MeIMIUHCKNH YHUBEPCUTET

B crarbe mpezacraBnen 0030p cCOBpEMEHHOI JIUTEpaTyphl O IPOOJIEMe ATHOIOTHH, KITaCCU(UKAIINY, [TaTOTeHe-
3y M OCHOBHBIM KJIMHHUYECKHM IIPOSBICHUAM CHHApOMA yIuuHEHHOro mHTepBana QT y nereid. JlaHbl anexTpokap-
JquorpaduuecKie KpUTEpUH JTUarHOCTUKU CHHAPOMA, OCOOEHHOCTH CHHKOIAIBHBIX COCTOSHHH, BOSMOXKHBIE ITyTH

NpoQHITaKTHKY KU3HEYTPOXKAIOIINX aPUTMHUH y AETeH.

KirogeBrle cioBa: €T, CHHAPOM yIUIMHEHHOTo MHTepBana QT, CHHKOIE, STHOIOTHS, KIacCU(UKAIH, AHUar-

HOCTHKa, HpO(l)I/IJ'IaKTI/IKa, JICYCHUC.

LONG QT SYNDROM IN CHILDREN
T. A. Lashkovskaja, A. A. Karcheuski
Grodno State Medical University

In the article, there is a survey of modern literature as for problem of etiology, classification, pathogenesis and major
clinical manifestations of long QT syndrome in children. The electrocardiographyc criteria for diagnosis of the syndrome,
features of syncopic states and the possible ways of life-threatening arrhythmias prophylaxis in children are discussed.
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B nerckoil kapauoJIOTMH HApyUIEHUS PUTMa
ABIISAIOTCS OJHWUM W3 HanmOoJee pachpoCTpaHeH-
HBIX 3a00JICBaHUN CEPIEUYHO-COCYIUCTON CHCTe-
MEI [1]. 3HAYNUTENHPHYIO OMTACHOCTH MPEICTABIISIOT
JKI3HEYTPOKAIOIIME APUTMHUH, COTIPOBOKIAIOIIIHECS
BBICOKMM PHCKOM BHE3alHOM CepJIeuHON cMepTH
(BCC). Ha mommo BCC B pa3BUTHIX CTpaHax MPHXO-
mutest 12—18 % ot Bcex mpUYMH cMepTH U Ooee
50 % oT Bcex ciydaeB cepmeyHoil cMmepth [2].
Hepenko apuTmusi cTaHOBHUTCS TIEPBBIM KIMHUYE-
CKMM CHMIITOMOM ITaTOJIOTHYECKOTO COCTOSHUS, a
BCC B momomom Bo3pacte B 15-28 % cirydaes
MOJKET Pa3BUTHCS y JIUI], HE MMEBIINX paHee Ka-
KuX-TH00 3a00JeBaHUN  CEpIIeIHO-COCYTUCTOM
CUCTEMHI [3].

HawnbGonee BricokuM puckoM paszsutus BCC
OTIIMYAETCs] HACIICACTBEHHBIN CHHIPOM yIJINHEH-
Horo uaTepBasia QT (CYHM QT): cuMnToMokom-
TUTEKC, BKIFOYAMOIININ yBEIWYCHHUE IIUTEIFHOCTH
uaTepBaa QT wa OKI', noseiierne Ha 3TOM GoHE
MapOKCU3MOB TTOJTMMOPGHOHN KEeITyT0IKOBOM Ta-
xukapauu trma torsades de pointes ¢ BO3MOXKHO#
TpaHchopManue ee B QPUOPHMILIAIMIO KETyI0U-
KOB HMJIM ACHCTOJIMIO, YTO KIMHHYECKH YacTO MPO-
SBIISIETCS BO3HUKHOBEHHEM CHHKOTAIBHBIX CO-
CTOSTHUH ¥ BHE3aITHOW CMepThIO 00JIBHOTO [4].

Jmarensaocts QT-uHTepBana Ha DKI' cywm-
MapHO OTpa)kaeT MPOILECCH ACTONSPH3AINH U Pe-
MOJISIPU3AINY B KapAHMOMHOLINTAX, BOHUKAOIINE
BCJIC/ICTBUE ABIKEHUS DJIEKTPOIUTOB B KIETKY H3
BHEKJIETOYHOTO IPOCTPAHCTBA W OOpaTHO, KOH-
tpormpyemoro K'—, Na'— u Ca*-kamamamu cap-
KOJIEMMBI, SHEPTeTUIEeCKOe 00ecTIedeHIe KOTOPBIX
ocymectisiercs Mg -3aBucumoii ATDa30ii.

Brimensior BpokIeHHBIE (HACIIEICTBEHHEIC)
CYUN QT: xepsemra-Jlanre-Hunbscena (code-

TAOIIHUNICS ¢ BPOXKICHHOW TIIyX0TO#) U Pomano-
Yopna, a Takke IpHoOpeTeHHbIe BapuaHThL. 1 Te,
U IpyTHE MOTYT MPOTEKaTh B OECCHHKOMAIBHON 1
CUHKOTIATHHOU (popmax.

UYacrota BcTpewaeMocT HacnencrseHaoro CYN
QT, mo JaHHBIM HCCIIEAOBAHHMHA MOCICIHUX JICT, JOC-
TaTOYHO BbICOKA. M3BeCcTHO, uTO cuHApoM PomaHo-
Yopaa BbIsSBIAETCS B MOMYJSIMA € YacToTod 1:
10000, a B merckom Bo3pacte 1:5000—1:7000 [5]. [To
nmaaabM J. T. Bricker u coasr. [6], CYU QT c Beico-
KON 4acTOTOW BBIABJISIETCS Y JIMII, CTPaJaIoUX Ia-
POKCH3MAJIFHBIMH COCTOSTHHSIMH, a y JIETel C BPOX-
nennoi riryxorod — y 0,8 %. IIpu obcrnenoBannm
TPYIIT TAIEHTOB C KapANOTE€HHBIMH CHHKOTAJIbHBI-
MH COCTOSTHHSIME CHHZIPOM BBEIBIIEH B 36 % citydaeB [6].

OTHONOTUSI CHHIPOMA J0 HEJaBHETO BPEMEHH
OCTaBaJIach /10 KOHIIA HE BBIICHEHHOH, XOTA OOHapy-
JKEHHE 3a00NIeBaHMsl Y HECKOJBKHX HWICHOB OIHOM
CEMBH TIO3BOJIMIIO pacCMaTPUBaTh €ro KaK Hacle/-
CTBEHHYIO MATOJIOTHIO. BTN yCTaHOBIEHBI COOT-
HOIIEHUS YHCia MOPaKEHHBIX W HEMOPaKeHHBIX
JUI] B CEMBSX OONBHBIX C CHHApOMOM J[xepBei-
na-Jlaare-Hunbcena u Pomano-Yopma. OHu coot-
BETCTBOBAJIM ayTOCOMHO-PEIECCUBHOMY M ayToO-
COMHO-TOMHHAaHTHOMY THIIaM HAacCJEeIOBaHHS CO-
OTBETCTBEHHO [7, 8]. Bce 3TH maHHBIE MTOCITY KT
OCHOBAaHHWEM I aKTHBHOW pa3pabOTKH TeHETH-
YeCKOW TEOpHH M IOWCKAa T'€HOB, OTBETCTBEHHBIX
3a pa3BUTHE 3a00JICBaHUS.

B Tedyenne mocienHuX NET, B pe3ybTaTe COBME-
CTHBIX KJIMHHYECKUX W MOJEKYJISIPHO-TeHETHUECKUX
HCCIENOBAHUM BBISIBJICHO, YTO HACJIEACTBEHHBII
CYU QT moxxeT Bo3HHKATh B pe3yibTaTte 180 my-
Tanui B 7 WACHTH(QUIIMPOBAHHBIX T'€HaX, Pacro-
JIO’)KEHHBIX MPEUMYIIECTBEHHO Ha TPEX XPOMOCO-
max 7, 11 u 3 (tabmuma 1), [7, 9, 10].
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Tabmuma 1 — ['eHbI, OTBETCTBEHHBIC 32 pa3BUTHE CHHApPOoMa yymmHeHHOTO MHTepBasia QT (LQT)

Bapuanter LQT Jlokanuzauus I'en benkoBblil IPOLYKT

LQT1 11p15.5 KCNQI (KvLQTI) 0-CyObeIMHIIIA KAJIMEBOTO KaHasa
LQT2 7q35-36 KCNH2 (HERG) 0.-cyOBeIMHUIIA KaJHEBOTO KaHajIa
LQT3 3p21-24 SCNSA HATPUEBBIA KaHAJ

LQT4 4925-q27 Ankyrin B (Ankyrin 2) | ANKRIN-P

LQTS5 21q22.1 KCNEI (min K) [-cyOBpennHMIIa KaTHeBOTO KaHala
LQT6 21922.1 KCNE2(MiRP1) [B-cyObenMHMIIa KaJTMEeBOTrO KaHala
LQT7 (cunapom AHaepceHa) 17q23 KCNJ2 o-cyObeMHHIIA KaJIMeBOro KaHasia

Okono 85 % Bcex TEHETHYECKH TOATBEP-
*neHHbIX cmyyaeB CYU QT BbI3BaHBI MyTalMsMH B
reHax, Koaupyroumx KamueBble KaHaiel: KCNQI
(okono 57 % Bcex ciydaes CYU QT), KCNH2
(oxomo 23 %), KCNE1 (okono 4 %) u KCNE2
(oxomo 0,5 %) [9]. Bknax HapyuieHuit B reHe Ha-
TpueBoro kaHana SCN5SA B cTpykTypy 3aboseBa-
HUS cocTaBsieT okoso 15 % [9].

Kanuessie kanambl, GopMHpYIOIIUE UCXOMS-
M€ PenospU3yIoliie UOHHBIE TOKHU, SBISAIOT-
¢ reTepoTeTpaMepaMu, B pe3yiabTaTe B3auMo-
JercTBus o- U P-cyObeAMHHL, KOTUPYEMBIX
pasueiMu reHamu [11, 12]. Tompko B ycrmoBHAX
accoluanuy o- U P-cyObeOUHHUI BO3MOXHA MOJ-
HOLIeHHast paboTa KaJueBOro KaHana, HeoOXoau-
MOTO AJi MOAJIepKaHUs aleKBaTHON MPOAOIKH-
TEIBHOCTH MOTEHIMaNa AEHCTBUSA MO OTHOIIE-
HUIO K 9YaCTOTE CePACUHBIX COKpaieHuii [13, 14].

ITo mamaeiM M. J. Ackerman u coaBt. [15],
OOJIBIIMHCTBO MYTalWi, OMUCAHHBIX B JTHX Te-
HaX, MPEICTaBISAIOT COOOH MHUCCEHC-MYTallHH,
peanusytomuecs mo tumy «loss of functiony
(cHmxenue (yHKUMH), TUOO OKa3bIBAIOT JOMH-
HaHT-HETaTHBHBIH 3(¢ekr. TsokecTh TeueHHs
3a00J1€BaHUsl 3aBUCHT OT BBIPRKEHHOCTH (YHK-
HUOHAJIBHON HEIOCTATOYHOCTH MYTAaHTHOTO Oel-
Ka. B 3aBUCHMOCTH OT KOHKPETHOW MYTAallN CHMKE-
HHE YPOBHS KaJMeBOro TOKa BapbHpyeT. CTeneHb
CHIDKCHHSI (DYHKIMM KalMeBOrO KaHajla 3aBHCHT OT
XapakTepa 3aMeHbI ¥ YMCiia MyTaHTHBIX CyObeIHHHML,
BKITIOYEHHBIX B TeTpamep [12]. Ecnu myTamus mnpo-
SIBIISICT IOMUHAHT-HETaTUBHBIN 3 dekT, To Hamm-
qyre Nake OJHOH MyTaHTHOW CyOBEAMHUIIBI B CO-
CTaBe KaHajla MOXKET TOTaJbHO 3a0JIOKHPOBATh €ro
¢yHKumro. B aToMm citydae mpomyckath HOHBI Kaust
OyAyT TONBKO T€ KaHAJbI, KOTOPBIE HE COAEpKaT
HU OJJHOH MYTaHTHOH CyObEIUHUIIEI.

Oxono 15 % ciyuaeB 3a0oeBaHusl 00yCIOB-
neHo MyTanusamMu B rene SCNSA, KoaupyromeMm o-
cyObenuHuiy HatpueBoro kanaia [9]. K passu-
TUIO KIuHU4eckoro ¢enoruna LQT3 mpuBoasr
MyTalli{, peamu3ylolyecs No THIY «gain of
function» [9]. B pe3ynbraTe MyTanuu Takoro xa-
pakTepa HapylIaeTcs HWHAKTHBALUs HATPUEBOTO
KaHasa 1 GopMUpyeTCs MEPCUCTUPYIOMUN MO31-
HUW HaTpUEBBIM TOK, OTCYTCTBYIOILHI B HOPME.
ITocTossHHBIN NPUTOK MOHOB Nat+ B KJIETKY IpU-

BOJMT K HEIMOJHOW penojisipu3anud MeMOpaHbl U
e THIEepBO30yAUMOCTH. B cBs3u ¢ Tem, 4To My-
TalUU TPOUCXOJAT B I'CHAX, KOJUPYIOUINX OCIKH
WMOHHBIX KaHAJIOB, CUHAPOM YJUIMHEHHOI'O MHTEp-
Bajga QT oTHOCAT kK MOHHBIM KaHajomaTusMm. Ha-
pyuieHusl (yHKIIMOHUPOBAHUS WOHHBIX KaHAJIOB
MPHU COMYTCTBYIOIIMX YCJIOBUSX MOTYT OOJICTYUTh
MOSIBJICHUE PAHHUX WX MO3HUX MOCTICHOISPH-
3alMid W, CJIENOBATENbHO, MOJUMOP(HON Kemy-
JIOYKOBOM TaxWKapJUK TUMA «IIUPYyIT» («torsades
de pointes»). OqHako Mpu MOUCKE MyTaLUil B U3-
BECTHBIX T€HAX TCHOTHIT yIACTCsl YCTAHOBUTD TOJTh-
ko B 50-70 % ceMmeil ¢ JaHHBIM CHHIPOMOM, YTO
MpearoiaraeT CyIIeCTBOBAHHE IPYTUX T'€HOB, OT-
BETCTBCHHBIX 3a pa3BUTHE 3a00eBanus [9, 16, 17].
[lpu aHanu3e MyTanuil B CEMbsiX C JTUATHO-
CTUPOBAaHHBIM cUHApoMOM Pomano-Yopna okasa-
JIOCh, YTO OHU HE OIPaHUYCHBI KaKOH-THOO0 OJTHOM
JIoKanu3anuei, a 00HApy)KUBAIOTCS B PA3INIHBIX
MECTaX Ka)KJIOTO T'€Ha B Pa3HBIX CEMbAX. TakuM
00pa3oM, MOXXHO OBUIO TPEANOJIOKHUTh, YTO BbI-
paXKeHHas! TCHETUYECKas TeTEPOreHHOCTh U 00y CIIOB-
JIMBACT BBIPAXKCHHYIO KIMHUYCCKYIO BapHa0EITbHOCTh
3a0oneBanusa. Oxnako st reHa KCNQI1 6bL10 BBI-
SIBIICHO HECKOJIbKO «TOPSYMX TOYEK» MYTAallHid
(cienm(puYecKrX MO3UIUH BHYTPU I'eHa, IS KO-
TOPBIX BBISBICHBl MYTAI[MM BO MHOTHUX CEMBSX)
[13], u ObLIa BBIABMHYTa TUIOTE3a O TOM, YTO
OJIMHAKOBBIC TCHETHUYECKUE HAPYIIICHHS MOBIIEKYT
3a c000# CXOXKUE KIMHUYECKUE MPOsBIIeHUS. Bo-
MPEKH OXKUJIAHUSAM, YK€ TEPBBIC HCCIICAOBAHUS
MOKa3alM, 4YTO 3HAYUTEIbHAs (EHOTHUIIHYECKAsS
TETEPOr€HHOCTh COXPAHAETCA JaKe NPU UACHTUY-
HBIX MYTaIMSIX, YTO MOXXET OBITh CBS3aHO KakK C
Pa3IMYHON 3KCHPECCUBHOCTHIO I'eHa, MOJTUPUIIH-
PYIOIUM BIIMSIHUEM JIPYTHX TCHOB, TaK U C BIIHSI-
HUEM APYTHX, HereHerndeckux dakropos [18].
JMTeNnbHO CyIEeCTBYIOIee MHEHHE O TOM, YTO
NPHOOPETEHHBIH  (JIEKapCTBEHHO-MHAYIMPOBAaHHBIM,
BropuuHblil) CYU QT Takxke cieAayeTr CcuUMTaTh
BapHAHTOM HapyIIeHUS (DYHKIIMOHUPOBAHKS HOHHBIX
KaHaJIOB, TOJbKO BBI3BAHHBIM HE BPOXKIECHHOU
myTaruei [19], a BO3ACHCTBHEM HK30TCHHBIX U
SH/IOTCHHBIX MIPUYHUH, B HACTOSINEE BpeMs Hy»kK/1a-
eTCsl B HEKOTOpOM TepeocMbiciennd. HenaBHo
MPOBEJICHHBIC HMCCIICNOBaHMS OOHAPYKUIH TCHE-
TUYECKYI0 OCHOBY MPHOOPETCHHOTO BapuaHTa
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CYU QT [20, 21]. YeTko pasrpaHUYUTH BPOXK-
JNICHHBIA W TPUOOPETCHHBI BapHWaHTHI HE TIPEI-
CTaBJISIETCS BOBMOXHBIM 0€3 yTiTyOJIEeHHOTO TeHe-
TUYECKOTO 00CIIeI0BaHMSI, TIOCKOJIIBKY OHH MMEIOT
psim OOIMIMX YepT: YBEIHYSHHE AWCIIEPCUU UHTEp-
Bana QT, CHIDKEHHE CUMIIATUYECKON aKTHBAIIHH,
n3MeHeHne Mopdoaoruu BomHb T U maxke MyTta-
M TCHOB, KOIUPYIONTUX OCIKU TpaHcMeMOpaH-
HBIX MOHHBIX KaHaIoOB. CyIecTByeT MHEHHE, YTO
MPHOOPETEHHBI BapHaHT SIBISETCS JHUIIb CTEp-
TBIM TIposiBiIcHUEM BpoxkaeHHoro CYU QT [22].

OmHUM U3 OCHOBHBIX MEXaHM3MOB, HETIOCPEIICT-
BEHHO TIPE/IIECTBYIOMINX 3aITyCKy (aTalbHBIX apHT-
MUH, SBISIETCS Tak HaszbiBaemas short-long-short
(SLS) mocnenoBaTenbHOCTh — («KKOPOTKUH-ITHHHBIH-
KOPOTKHii»), nian (heHOMEeH «kackama». B ocHOBe
Kjmaccmdecko SLS-mocnenoBaTenbHOCTH  JIEKUT
yepeoBaHWE BHE3AITHOTO YKOPOYEHHS pHUTMa
BCJIEJICTBUE CYIPAaBEHTPHUKYISIPHON 3KCTPACHUCTO-
7e1 (short), mocTIKcTpacucToMIecKol may3sl (long)
W TOBTOPHOM KETyJAOYKOBOM 3KCTPACHCTOJBI
(short), mociae KOTOpOH 3aIycKaeTcss TaXWKaPIHS
«mHpY3T». 3a4acTyIO MAapPOKCHU3MBI HOCAT KPaTKo-
BPEMEHHBI XapakTep, OOBIYHO 3aKaHIMUBAIOTCS
CIIOHTaHHO U JIayK€ MOTYT He omymarscs. OnHako
uMeeTcs TeHISHIUA K IOBTOPEHHIO B ONrKaifiee
BpeMsI apUTMHUYECKHX AIH30]I0B, KOTOPHIE MOTYT
BEI3BATh OOMOPOK U CMepTh [23].

K npramaam nipriodpererroro CYU QT otrocsT:

1) mpreM MeIMKaMEHTOB: aHTUAPUTMUIECKIX
npenaparoB (TIpOKaMHAMHU, JTUIOKAWH, (Irekau-
HUJ, Tponad)eHOH, COTAI0N, KOPIapoH, allMaIiH),
CEpIICYHO-COCYTUCTHIX IpermapaToB (KaBUHTOH,
anpeHanuH, 3QeaprH), aHTUTUCTAMHUHHBIX TIpera-
paToB (acTeMn3oJ, TepheHaaTnH), aHTHONOTHKOB U
aHTHOAKTEPHABHBIX TPENapaToB (SPUTPOMHUIIHH,
KITapUTPOMUIIAH, a3UTPOMUIINH, CTIMPAMHIIVH, KITMH-
JAMUIH, OaKTPUM, U30HHA3U), TPUITAKITHIECKAX
M TETPAIUKINYECKUX AHTHUICTIPECCAHTOB (aMHT-
PUNTHINH, UMUTIPaMUJ, 1E3UTIPAMU], TOKCETIHH 1
IIp.), HEHPOJETTUKOB (Tajmorepuaoi, GheHOTHA3H-
HBI), TAaCTPOIHTEPOJIOTHUSCKUX IpernaparoB (IIu-
3amnpu), THYPETUKOB (MHAAIAMI), aHTUTPUOKO-
BBIX TIpermapaToB ((Ir0KOHA30J1, KETOKOHA30J, HH-
TpaKOHA30JI) W JPYTUX TMpenaparoB (MpoOYKoI,
TaraBepuH, aIcHO3HH);

2) 2JIEeKTPONUTHBIE HAPYIICHHUS: THIIOKAJIHEMHSI,
TUTIOMAarHe3eMHs, THITOKAIbIINEMUS;

3) HapymeHusT puTMa cepAama: moiHas AB-
0JI0Kama, CHHYCOBast OpamuKapaus, CHHIPOM Cia-
0OCTH CHHYCOBOTO y371a;

4) 3a00JIeBaHUS: MHOKAPINUTHI, KapIUOMHOIIA-
THH, 3aCTOMHAs cep/ieuHasi HeJOCTaTOYHOCTb, THITEp-
TapaTHpeos, THIIOTHPE03, PEOXPOMOIINTOMA, caxap-
HBIM auabert, remartut, 6oye3as Kona, sHIedhanm-
THI, WHTPAaKpaHWANbHbIE W CyOapaxHOWIATbHBIC
KPOBOMBIHUSHIS, HEPBHAS aHOPEKCHS;

5) ApyTHe COCTOSIHUSI: HHU3KOOCIKOBAS WM HI3-
KOKJIOpUIHAS JUeTa, aIKOTOJIM3M, TOJIOIaHHE.

Oco0y10 OIMacHOCTh MPEACTABISAET COCIUHE-
HUE HECKOJNBKUX (PaKTOPOB pHCKa pa3BUTHS BTO-
puanoro CYU QT. YacTo coueTaHHOE IpUMEHE-
HUE aHTHOMOTHKOB, aHTHTUCTAMUHHBIX W aHTH-
IpUOKOBBIX TPEnapaToB 3HAYUTENHHO YBEIHYN-
BaeT PHUCK Pa3BHUTHA KU3HEYTPOXKAIOUIUX Taxwa-
putmuid. To k€ OTHOCUTCS U K HEPBHOM aHOpEK-
cun — 3a0o0JIeBaHMIO, NMPU KOTOPOM Ha (oHe
MPUBBIYHON PBOTHI TIOCIE TpHEMa MHUINHA Pa3BU-
BalOTCS TUCMETA0OIUIECKUE M3MEHEHUS B MHO-
Kapae, HapyIIeHHd OJIJIEKTPOJIUTHOrO OamaHca,
Beayme K ymauHeHnto mHTepBana QT. Takwe
OONBHBIE Yallle BCETO0 HAXOATCSA Mox Habmome-
HUEM IICHXHATPOB, HEPEAKO MOITydYal0T aHTHIIE-
MPECCaHTHl. DTO MOXKET CO3/1aTh PEaTbHYIO YIPo-
3y JKU3HU OOJBHOTO [24].

JmarHoctnka CcUHApOMa 3aTpyAHEHa, IIO-
CKOJIbKY BO3MOYKHBI Pa3JINYHBIE KIMHUYECKHE Ba-
puaHTBl TedeHUs. /{7 TOCTAaHOBKM AMAarHo3a
CYU QT P. J. Schwartz [25] mpemmosxxui mpume-
HATH OOJBIIME M MaJible JUArHOCTUYECKHE KpPHUTe-
pun. CYU QT mmarHocTHpyeTcs TpH HATHIUAU
IBYX OOJBIINX WM OJHOTO OOJIBIIIOTO U IBYX Ma-
nmeIX KputepueB. K OOJBIINM KPHUTEPHSAM aBTOP
oTHOCHUT yuymnHeHne nHTepBana QT 6onee 440 mc
Ha DKI' mMOKOS; CHHKOTIIE; CITy9Yad BBISBJICHUS Y-
muaenus uaTepBana QT B cempe. Cpenn MabIx
KpUTEpHEB: BPOXKIEHHAs TIIyXOTa, albTEepPHAIUS
3y6ra T, HM3Kas 9acToTa CepACUYHBIX COKPAIICHII
¥ HapylIeHHe IPOILECCOB PETOAPU3AIUN MHO-
KapJa >Kelry109KoB. Y mmuHeHue naTepaia QT Ha
OKT', npesrrmarorniee 6oee ueM Ha 50 Mc HOpMa-
TUBHBIE 3HAUEHUS A JAHHOW YacTOTHI cepred-
HBIX COKpAIIeHWH, HE3aBHUCHMO OT NPUYHH, Jie-
KaIUX B OCHOBE JAaHHOTO 3JIeKTpoKapauorpadu-
gecKkoro (eHOMeHa, OOMIEIPU3HAHHO CUUTACTCS
HeOMaronpUATHBIM MTPU3HAKOM, YKa3bIBAIOIINM Ha
ANEKTPUIECKYI0 HECTAOMIBHOCTh MUOKap/a.

CymiecTByeT OabHas cCHCTEMa I IOCTa-
HOoBKH muarao3a CYU QT (tabnwuma 2).

[Ipu mHamuaum cyMMbl OamioB 1 m MeHee —
IUArHO3 MAaJIOBEPOSATEH; TpH 2—3 OalioB —
cpenusas BeposTHocTh pasButus CYU QT; mpwm
Hamuanu 4 OayioB W O60jee — BBICOKAs BEpPOST-
HocTh quarno3za CYU QT.

XonrepoBckoe MoumTOopHupoBanue OKI mo-
0aBIseT emre psAA MPOTHOCTUYECKUX W TUATHOCTH-
YECKUX KPUTEPHUEB MPHU 00CICTOBAaHNH OOJBHBIX C
CYU QT. 3naueHne UMeeT PUTHIHOCTh CyTOYHO-
ro (OMpPKAmTHOTO) pUTMA CEpAra, OIpeaeiIeMas
M0 CHIDKEHHIO IIMPKaTHOTO WHAECKCAa (OTHOIICHWE
cpenHell mHEBHOM K cpenneit HouHoM UCC) MeHee
1,2; camkeHne BaprnaOEILHOCTH PUTMA CEpIIIia Ha
(dhone ucxogHOU Opamukapauu [26].

Jng KITMHULNACTOB TMTOMHUMO BBISIBJICHHS CHH-
npoMa yuimHeHHOTO nHTepBana QT upes3Brruaiino
B2XHBIM SIBJISIETCA YCTAaHOBUTH IEPBUYHYIO HWIIH
BTOPHYHYIO €0 (hopMBI. OT 3TOTO 3aBUCHUT BHIOOD
TaKTHUKH JICUYEHUS U IPOTHO3.
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Tabmura 2 — JlmarmocTideckue KpUTepruu CHHIpoMa yumHeHHoTo nHTepBaia QT (Schwartz P. J., 1993)

JJIeKTpOoKapAnorpaduieckne KpUuTepUn Baaasl
QTc > 480 mc 3
QTc > 460-470 mc 2
QTc > 450 mc 1
Taxuxapaus «1upyaIT» 1
AnprepHanus 3yoma T 1
JByropOsrii 3yoen T, kak MUHIMYM B TPEX OTBEIEHISIX 1
Bpanukapaus (COOTBETCTBEHHO BO3PACTY) 0,5
Kannuyeckne kpurepun

CuHKoOIE, IPOBOLUPYEMbIE CTPECCOM 2
Cunkore 6e3 cTpecca

BpoxnenHas rioyxora 0,5
Hanuuue ciyuaes peructpanuu CYU QT B cembe 1
Hanuuwue ciydaeB BHE3amHON HEOOBSICHUMON CMEPTH y YWICHOB ceMbH MoJioxe 30 jiet 0,5

ITo mamaemM M. A. IllkomeHUKOBOM [27], mIpO-
BOIUWBINEH jymuTenpHOe (0T 5 mo 15 yet) Habmrome-
HHE W aHAIN3 CEMEHHOW CUTYaIliH, YCTaHOBIIEH Pl
KIMHUYECKHX 3akoHoMmepHocTe mpu CYH QT.
BHesamnast cMepTh B 00CIIEJOBAHHBIX CEMBSIX B OC-
HOBHOM (68 %) MMena MecTo B MOJIOJIOM BO3pacTe
(mo 35 mer). Y nereit B OTCYTCTBHE JICUSHHUS PHCK
BHE3AITHOM CMEpPTH CIyCTsI 3—5 JIeT mocje NepBoro
MPUCTYNa TOTEpH Co3HaHMA AocTuraer 32 % u
MaKkCHMaJleH B IybepTatHOM mepuoje. llpu atom
oTMedaeTcss 0ojee BBICOKHHA PHCK BHE3aITHON
CMEpTH Yy JIMI MY>KCKOTO T0J1a, a UMEHHO Y Mallb-
YHKOB B MpenyOepTaTHOM U ITyOepTaTHOM IIEpHOJIAX.
YacToTa KIMHUYECKOW CMEPTH Y HUX B 2 pa3a BBIIIIE,
yeM y neBouek. [Iprdyem aOcomoTHOe OONBIIMHCTBO
ClTy4aeB KIIMHUYECKOW M BHE3AITHOM CMEpPTH OTMe-
YEHO y MAIIBYMKOB B IEPUOJ aKTHBHOTO IOJIOBOTO
co3peBaHms: B Bozpacte 11-14 et [27].

M. A. llkonbHukoBa [27] BBLOCISIET YETHIPE
Pa3IUYHBIX KIMHUYECKUX BapUaHTA TCUCHUS CUH-
JIpoma:

— cuHKone + ymmHenne uatepsana QT (38 %);

— m3onMpoBaHHoe ymHeHue nHTepaana QT (40 %o);

— CHHKOIIE B OTCYTCTBHE Y/UIMHEHUSI UHTEP-
Baja QT (11 %);

— CKpbITag GopmMa — «HEMOE», JTATEHTHOE
teueHue cuaapoma (11 %).

[Mocnennuii BapuaHT MpeAIoyiaracT HaTU4Ke
BbIcOKOTOo pucka cuHkone u BCC B orcyrcTBHE
(hEeHOTUTTMIECKUX MPOSIBICHIH 3a00JICBaHUS.

OCOOEHHOCTSIMH CHHKOITAJIBHBIX COCTOSIHUI
npu CYU QT ssmsrotes [24]:

— BO3HUKHOBEHHE Ha BBICOTE MICHXOIMOIIHO-
HaJBHOHN mim ¢u3udeckoit Harpysku (y 40 % ma-
[MUEHTOB Ha (OHE CHIIBHOTO 3MOIMOHAIBHOTO
B030yxaeHus, y 50 % — Qusuueckoil HarpysKH,
y 20 % — MHTEHCUBHOTrO IJIaBaHud, y 15 % — Bo

BpeMsi MPoOYKJIEHHS MOCJIe HOYHOTO CHa, y 5 % —
KaK peakius Ha pe3Kre 3BYKOBBIE Pa3IpaKUTEIN );

— TIOSIBIICHUE B MIPECHHKOMAILHOM TIEPHOJIE Ta-
KHX CHMIITOMOB, KaK T'OJIOBOKpY)KCHHE, 00Ilasi BHE-
3amHast c1aboCTh, IOTEMHEHUE B Ta3ax, cepareoue-
HHe, ONIYIIEHIE TSHKECTH 3a TPY/IFHOM, 3BOH B yIIIax;

— OBICTpPOE BOCCTaHOBJICHHE CO3HAHUS U OT-
CYTCTBUEC aHAMHECTUYCCKUX HAPYIIECHUH B MOCIE-
HPUCTYIIHBIN NIEPUOS;

— OTCYTCTBHE Yy OONBHBIX M3MEHEHUH JIHY-
HOCTH, THITUYHBIX [T OOJBHBIX SITUIICTICUEH.

P. J. Schwartz u coaBt. [17], 0600mas cBoi
OMBIT W JIaHHBIC JTUTCPATYPhl, YKA3bIBAIOT Ha BbI-
COKHI TIpoIieHT cMepTHOCTH (10 73 %) cpenu ma-
IIMEHTOB MOJIOZIOTO BO3pacTa C HeJeUYEeHHBIMU
¢dopmamu BpoxkaeHnoro CYU QT. Ilo naHHBEIM
S. G. Priori u coaBrt. [28], 6oJiee MOJOBHHBI TAKHX
MAIIeHTOB B OTCYTCTBHE aJeKBAaTHOTO JICYECHUS
YMHUpAIOT A0 JOOCTHKEHHs Bo3pacta 15 ner. Puck
pazButust BCC Hambonee BBICOK Yy JIHI[ MOJIOJIOTO
BO3pacTa, 0COOEHHO y JaeTed, B MOMEHT JelroTa
aputMui. JIeTaabHOCTh IPH €CTECTBEHHOM TE€YECHHUH
CYU (QT) cocrasnsier okomno 20 % B MepBbIii TOI
MocJie TIEPBOTO MPHUCTYIa MOTEPU CO3HAHUS M JOC-
TUTaeT BeJurHbI 00Jiee S0 % K KOHILy MATOTO rojia.
W3zBecTHO, 9TO y MalMEeHTOB, KOTOPHIM aIeKBaTHO
rmojo0paHa Tepanws, pUCK BHE3AITHOW CMEPTH CHU-
xkaetcst 10 4 % 3a Takoi ke mepuo BpeMeHu [4].

Kak npodunaktudeckas mepa, mpernapaTamu
MEepBOTO BHIOOpAa B TEPaNeBTUYECKOM JICUSHHH,
00YCIIOBIIMBAIOIINMY OJIOKaTy CHMITATHYECKUX BIIHS-
HHI Ha cepAle, ABISAI0TCS [-0J0KaTOPHI, OI0XKHU-
TeNbHBIH J((}EKT KOTOPBIX CBS3aH TaKKe C
YMEHBIIIEHHEM CTETIEH! IUCIIEPCHH PEnosipu3a-
MU MUOKapa >KeIyA0YKOB, YTO IMPEIOTBpaIIaeT
MPUCTYTBl JKU3HEYTrpoXKarImux aputmuii. [Ipu-
OonmusutenbHo y 80 % MalUeHTOB ¢ CHHAPOMOM
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yanuHeHHOTO WHTepBaa QT oTmedaercss cuM-
NTOMaTU4eCKoe oOlerdeHne mpu (dapmakorepa-
nuu [29]. OgHako BiIMsSHUE TeHOTUNA Ha 3¢ dek-
TUBHOCTH Tepanuu B-0okaTopamu J0 HacTyIuie-
HUS DPBl MOJEKYJISIPHO-TEHETHUECKNX METO/I0B
WCCIIEZIOBaHUS IPAKTUIECKH HE U3y4anocCh.

B Hactosiiee BpeMst JOKa3aHO, YTO PUCK pa3-
Butua cunkone u BCC Ha ¢one neyenus [3-
omokatopamu B 2,8 pasa Beime npu LQT2 u B
4 paza — npu LQT3 no cpasuenuro ¢ LQT1 [29,
30]. BeposiTHO, A71s1 GONBHBIX, HECYIIMX MYTAIL[H
B reHax LQT2 u LQT3, xapauompoTeKTUBHBIN
3pdekT B-010KaTOPOB HEAOCTATOUCH, H B YCIIO-
BUAX Hed(p(deKTUBHOCTH (papMakoTepanuu aH-
HbIe OOJIBHBIC SBISIIOTCS KaHAWAATaMu AJis Oojee
arpecCHBHOIO JICYCHHS, B TOM UYHCJIE UMIUIaHTa-
A KapAuoBepTepoB-nehudbpumasatopos. Ilo-
stomy y OompHBIX ¢ CYU QT uenecoobpaszno
nposoauts JJHK-nuarnoctuky [28].

dapmakonoruueckas Teparus MOKeT ObITh He
TONBKO TIpodrmakTiaeckoi. Y marmmenToB ¢ LQT3
UCTIOJIB3YETCsl TATOTeHETHIECKas Teparusi MEKCH-
JETUHOM WK (QIEeKauHUAOM (B HU3KUX J/03aX)
BCJICZICTBUE BBICOKOW TPONMHOCTH JIAHHBIX Iperia-
paToB K MEIUICHHBIM HAaTPHUEBBIM KaHaJIaM, 3aTpo-
HYTBIM TIpY JaHHOM THIIe cHHApoMma. KoMOuHH-
pOBaHHOE HCIOJB30BaHUE [3-OJOKAaTOPOB C Ipe-
naparamu Kaiaus (CIIUPOHOJAKTOH, XJIOPU Kaaus)
npuBoanT K 24 % ykopouenuto uaTepBaia QT y
naiuenToB ¢ LQT2 u LQT6 [29]. Kpome Toro, Ha-
OmrozaeTcsl CHIDKEHHE BHIPAKEHHOCTH XapaKTePHBIX
st LQT2 napymenuii mopgoinoruu 3yona T.

20 % O6ompHBIX ¢ CYW QT pe3ucTeHTHH K
Tepanui MaKCUMallbHO JOMyCTUMBIMU JT03aMU [3-
osokaropoB [30]. Y yacTu NaIMEHTOB MpPUEM
aJIeKBaTHBIX 7103 [-OJIOKATOPOB COMPOBOXKIACTCS
OpaauapuUTMUSMH BIUIOTH 110 ITOJIHOHM IIOTIeped-
HOI1 Onokazasl cepaua. [lo MHEHHIO psAlla aBTOPOB,
NaTOrCHETHYeCKH OOOCHOBAaHHBIM SIBIISIETCS HC-
MOJIb30BaHKE M MPENapaToOB MarHus IJis JIeUeHHUs
CYU QT [27]. AaTnaputMudeckasi aKTHBHOCTD
MarHusi oOyCIIOBIIEHA AJIEKTPUYECKOH CTaOMIH-
3anueld MeMOpaHbl Kapauomuouuta. Cynbdar
MarHusi SBJISETCS CPEICTBOM IIEpBOro BBIOOpa
MpU KyMHPOBAHUSA KEITyAOYKOBON TaxWKapIuu
THUTIA «ITHPYITY.

B nacrosiiee Bpemsi BeieTCsl MHTEHCHBHBIN
MOUCK TIPenapaToB, CIIOCOOCTBYIOUIUX YKOpoOUe-
Huto mHTepBana QT, mpemynpexaaromux pa3BH-
THE TaXUKaPJIUU «ITUPYIT» ¥ BHE3AIMHON CMEPTH.
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