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Cunopom yonunennoco unmepsana QT (LOTS) — smo nomenyuanibHo HCU3HEYSPOACAIOuas KAHAIONAMUsL, CO-
npososicoarowasics yonunenuem unmepeania QT na 12-xkananenou IKI, cunKOnanbHblMu COCMOSIHUSAMU U 6bLCOKUM
PUCKOM  BHE3ANHOU CepOeHHOU CMepmU 6Ce0Cmaue pa3eumus NOIUMOPQHOU JHCeTyOOUKOBOU MAXUKAPOUU MUNA
torsade de pointes. Ilepsoouepednoii yenvio 6 sedenuu nayuenmos ¢ LOTS na cospemennom smane s6isemcsi Heoo-
nyujeHue HeouasHoCMUPOSAHHBIX €20 (POPM, a0eK8amuoe eueHue 1 nPoPUIAKMUKA, Yemy cnocoocmsyem ovicmpoe
pazeumue MOAEKVISAPHOU buoso2uu u eenemuxu. Bo émopoil uacmu nacmosiuge2o 0630pa oOmpasjiceHvl 0OCHOGHble 00~
cmudicenust 8 OUAsHOCMuUKe U ledeHuu cunopoma yonunennozo unmepsaia QT.

Kniouesvie cnosa: cunopom yorunennoeo unmepeana QT, norumopuas dceny0oukosas maxuxapousi muna «nu-
pyomy, koppueuposannbviii unmepsan QT, bema-610Kamopui.

/uacnocmuka

JlJ11 AMarHOCTUKY BPOKAEHHOI'O CHUHAPOMA Y-
nuHeHHoro uHTepBana QT wncnomb3yroTcst Kpute-
pun lllBapma, paspadborannsie B 1985 r., n3menen-
Heie B 1993 1. u oOHoBieHubie B 2006 u 2011rr.
OHU OCHOBAHbI HA aHAMHECTHUYECKUX TAaHHBIX, KITH-
HUYECKUX MPOSIBICHUSIX U JIEKTpOKapAnorpadude-
CKHX TTOKa3arelsix (Tabmuma 1).

CoriracHO 3aKIIOUEHHI0 JKCIIEPTHOTO KOHCCH-
cyca 10 IMarHOCTHKE W BEJICHUIO MAlMeHTOB C Ha-
CJIEZICTBEHHBIMH TepBUYHBIMU aputMusimu HRS/
EHRA/APHRS 2013, BpoXaeHHBIH CHHIPOM Y-
nuHeHHoro nHTepBana QT MoxeT ObITh BHICTABJICH:

* npu Hanmuuu 3,5 6amioB mo mkane [IBapia
1 OTCYTCTBMU BTOPUYHBIX IPUYUH YATUHEHUS
uaTepBana QT;

* TpU HAJUYMUU OIPENEJICHHOM MaToreHeTndye-
CKOI MyTalllu OJTHOTO M3 T€HOB CHH/ApPOMA Y/I-
nuHeHHoro uHrepsana QT;

* npu Hamunu QTc (mo dopmyne bazerra)
>500 mc Ha moBTOpHBIX ODKI' m oTcyTCTBHH
BTOPUYHBIX TPUYUH YIJIUHEHUS WHTEpBaja
QT.

Cunapom yanuHenHoro uHtepBasna QT Moxer
ObITh nuarHoctuposad npu QTc B nuamazone 480-
499 mc na nosropHbix DKI' y nanuenra ¢ cuHkone
HESICHOT'O TeHEe3a IIPU OTCYTCTBUM BTOPHYHBIX MPH-
yiH yanuHeHns naTepsaia QT [1].

B Pexomenmanuax ESC mo mnedenuro maiu-

€HTOB C JKENTyJI0YKOBBIMH HApYILICHUSIMH PHUTMa
U IpoUIaKTHKE BHE3AIMHOW CEpIeYHOW CMEpTH
2015 r. guarnoctuyeckue kputepun LQTS Obutn
MoauduuupoBansl. [IpuunHoii 3TOro cTan ToT dakr,
yto uHTepBal QTc >500 Mc sABIsIETCS OYEHb KOH-
CEpBAaTUBHBIM KPUTEPHEM U HJICHTUYEH 3HAYCHUIO
QT, KoTOpOE CONMPSHKEHO C BHICOKMM PUCKOM apHT-
MUU U BHE3AMHOHN cepaeyHon cmeptu [2]. B cBsa3u
C OTUM JUIsl TOCTAHOBKH KJIMHUYECKOTO JHMarHo3a
OBUIO MPEIOKEHO UCIONIB30BaTh nmokaszaresnb QTc
>480 Mc wiu OleHKy Oonee 3 0alIoB IO IIKaje
[IBapma. ITo manaeM DKI aquarnos LQTS ciemy-
et paccMatpuBath npu Hanuanu QTc >460 mc npu
noBTopHoil peructparmu DKI' B 12 oTBeaeHusax y
MAIMEHTOB C CHHKOMAJbHBIMU COCTOSHUSIMH He-
SCHOTO T'eHe3a WM JokyMeHTupoBaHHOU KT/DXK
MIpH OTCYTCTBHH 3a00JieBaHM cepana [3].

Dnekmpoxapouozpaguueckue npusnaxKu

WnTepBan QT —»T0 BpemenHo# otpe3ok IKI ot
Hauana 3yona Q 70 Bo3BpaTa HUCXOSIIETo KOJICHa
3ybua T K M30JIMHUM, XapaKTEePU3YIOLIUHA 3JEKTPH-
YECKYI0 CHUCTONY JKeNyao4koB. Ha cranmaptHOi
OKI' magano xommurekca QRS oObdHO ompemens-
€TCSl CPAaBHHUTENILHO JIETKO, B OTIMYUE OT OKOHYA-
Hus 3yOua T, HAa KOTOpoe BIHMSIET €ro aMILTUTYa
n Hamuuue 3yOma U, oTpa)karolero peroisipusa-
uuto BosiokoH [lypkunbe. Lepeschkin u Surawicz
B 1952 r. npeanoxxunu TOUKOW OKOHYAHMSI UHTEp-

Taénuya 1. — lxana llIBapma st TUAarHOCTUKHA BPOXKIASHHOTO CHHApPOMA yAINHEHHOTO nHTepBana QT

Ilokasarenu banner
OKI'-nipu3Haku (IIpu OTCYTCTBUU QTc >480 mc

BTOPHYHBIX IPUYHMH UX QTc  460-479 mc 2
TIOSIBIICHH); QTc  450-459 Mc y My»)4uH 1
QTc paccuntan 1o hopmymne Torsade de pointes !
B Anprepnanus 3yoma T 1
3a3yOpuna Ha 3y6ue T B 3 orBe/ieHusIX 1

Bpanuxapans (UCC B moxoe HIpKe 2 TEPHEHTUII AT JAHHOTO BO3pacTa) 0,5
Knnunueckuii anamues CHHKOIIE, CBSI3aHHOE CO CTPECCOM 2
CHHKoOIIE, HE CBSI3aHHOE CO CTPECCOM 1

Bposxennas riyxora 0,5
CewMeiinblit aHaMHE3 YneHs! cembu ¢ BpoxaeHHbIM LQTS 1

HeoObsicHuMas BHe3amHast CMEpTh Y WICHOB CeMbH I1epBoii muuH 110 30 1etT 0,5
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Basa QT cuuTarh TOUKY IEpeceyeHus MpsiMoil Ka-
caTeNbHOW BIIOJIb JIMHUW MaKCUMAJIbHOTO HaKIIOHA
Hucxosmel gactu 3youa T ¢ uzonuameit [4]. B
Hacrosiee BpeMs mpopospkurensHocth QT ompe-
JIeIIsieTCsl aBTOMAaTHYeCKU.

Ho maxxe mpu cHHYCOBOM pUTME M HOPMAaJIbHOU
OKI' nponomxkutenbHocTh MHTepBania QT Hero-
CTOSIHHA Y HAaXOJHUTCA B 0OPaTHOM 3aBUCUMOCTH OT
UCC. IlepBas mombITKa CTaHIAPTU3ALUNA H3MEPE-
Hus uarepsana QT npeanpunsra B 1920 r. Bazett.
Ipemnoxennas uM popmyna QTc = QT\WWRR 10
CUX TIOp HCIOJNB3YeTCS B KIMHUYECKUX HCCIEIO0-
BaHUAX Olarojmaps CBOEH MPOCTOTE M HAIEKHOCTH
(Tabm. 2). Tounee Bcero oHa paboTacT B quama3oHe
ot 60 mo 100 ymapoB B MUHYTY, HO MOXKET JaBaTh
omnOOYHbIE pe3yabTaThl Kak Npu Oojiee MeaJieH-
HOU (YUpe3aMepHasi KOppeKuwus), Tak U mpu Oosee
BBICOKOH (HEIOCTaTOYHASI KOPPEKIIHS) YACTOTE Cep-
JIeYHbIX cokpameHuii. Ha cmeny ¢opmyne baserra
OBUTIO TIPENJIOKEHO HECKOIBKO JECATKOB IPYTHX
¢dopmyn (Fridericia, Mayeda, Kawataki, Ashman,
Adams, Ljung, Schlamowitz, Framingham, Akhras
& Rickards, Hodges, Sarma, Lecocq u ap.), oqHako
HU OJIHA U3 HUX HE MMEeT HaydHOTro 00OCHOBaHMUS,
TTO3BOJISIONIETO CYUTATD €€ YHUBEPCATHHOM.

Tabnuuya 2. — 3nauenne uarepBaia QTc mo Gpopmy-
ne baserra ¢ yueTom nona 1 Bo3pacrta

I'pynma Hopmanbhbiii | TlorpaHuynbii YIUITMHEHHBIN
QT QT QT

My>KInHbI <430 mc 430-450 mc >450 mc
JKeHuuHbl <450 mc 450-460 mc >460 mc
Jeru no

15 et i <440 mc 440-460 mc >460 e
HOBOPOX-

JICHHBIE

Ornpe/ieieHHy 0 POJib B ONPEICICHHN BapuaHTa
LQTS wurpaer mopdosorus 3yoma T. Tak, ms re-
Hotumna LQT1 xapakTepHO HalMW4Yue BBIPAKECHHOTO
MOJIOKUTENBHOTO 3y011a T ¢ MHUPOKUM OCHOBAHHEM.
st renotrna LQT2 THIUYHO HAaNMYUE HEOOIBILIO-
0, HepeaKo 1e(hOPMUPOBAHHOTO WM ABYX(a3HOTO
3yoma T ¢ Hanm4reM 3a3yOprH Ha HUCXO/SIIEM KO-
nene. 'emorun LQT3 xapakrepu3yercs yaITHnHEHN-
em cermenTta ST u 3aoctpernrsM 3yoriom T [5, 6].

Kak 111 BposKJIeHHOTO, TaK M JUIsS IPHOOPETEH-
HOT0 cUHApoMa yanuHeHHoro nurepsana QT xapak-
TepHa anbTepHalys T-BOJIHBI — CIeIyIOLIIE APYT 3a
JIpyroM KonieOanus (POpMBI U aMILTUTY B! 3yO1ioB T
C KaXJIbIM TIOCIIEAYIONINM COKpalleHNneM, OTpaka-
IOII[e TeTEePOreHHOCTh penoisipu3anun. Korma xo-
neOaHus aMIUTUTY bl T-BOJIHBI SIBISIFOTCS JOCTATOY-
HO OOJIBIIMMHU, OHH MOTYT OBITh 3apETUCTPHUPOBAHBI
Ha IOBEPXHOCTHOH 3JIEKTPOKapAHOTpaMMe — 3TO
TaK Ha3blBaeMasl BHU3YyalIH3WpyeMas albTepHAIUs
T-BOJHBI, yKa3bIBaloIas Ha IMOBBIIIEHHBIA PUCK
BO3HUKHOBECHHS JKEITY IOUYKOBBIX apUTMUI U SIBIISIFO-
HIasicsl MPEIUKTOPOM BHE3AITHOM CEpIEYHON cMep-
Tu. Yame BcTpeyaeTcs MUKPOBOJIbTHAS ajbTepHa-
uusa T-BonHbl, KoTOpast He onpexaensiercsa Ha DK,
HO MOXET OBITh 3aITUCaHa C MOMOIIBIO CITEI[HAIIb-
HBIX aIaparoB, CIIOCOOHBIX YCHIINBATh CUTHAIIBL, C
TTOMOIIIBEI0 METO/Aa CIIeKTpaTbHOTo aHanm3a [7]. O6-
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Hapy>KeHHE MUKPOBOJIbTHBIX aJIbTEPHALIUH, corac-
HO nccaenoBannusaM Takasugi et al., mMeeT BEICOKYTO
YyBCTBHTEJILHOCTh, HO HU3KYIO CHENU(UIHOCTh U
BcTpeuaercs y 68% manumentoB ¢ LQTS [8].

VY 20% nanuentoB ¢ LQTS Bcrpeuaercs Opa-
mukapansa. OcoOeHHO XapaKTepHa OHa JUisl JeTeH B
HepBbIE TPU ToJla KU3HH, HOBOPOKACHHBIX U ILIO-
1oB [9]. Taxukapaus Taxke TpeOyeT 0co00TO BHH-
MaHHMsI, MMOCKOJIbKY TIPU HEl BO3MOXKHA THIIEPKOP-
pexuus natepasia QTc.

s Gonee TOUHOW OUATHOCTHKH 3JIEKTPOKAp-
Juorpaguueckux M3MEHEHHUH cliefyeT MPOBOIUTH
xonrepoBckoe MoHuTopupoBanue DKI'. DTor Mme-
TOJI UCCJIEOBAHMS I103BOJIICT OLEHUTh U3MEHECHHUS
Ha OKI' B 3aBUCHMOCTH OT BPEMEHHU CYTOK U (PH-
3MYECKOI aKTUBHOCTH, TUarHOCTHPOBATH CKPBITHIC
¢dopmbl LQTS, BBISIBUTE npexoasIuuil Xxapakrep y/i-
nuHeHust uatepBaia QT, Makpockonuyeckue ajb-
TEpHALMH, 3MU301bl OpaiuapuTMHUH M MapOKCH3-
MaJIbHBIX KEJIYJ0UYKOBBIX HAPYILIEHUH PUTMA.

Hawubonee yacTeiM HapyIIeHUEM PUTMa IIPU CHH-
npome yanuHeHHoro mHTepBana QT sBusiercs mo-
nuMopHast KemyJouKoBas Taxukapaus torsade de
pointes, JUI1 KOTOPOH XapaKTepHO YacTOE M HEepaB-
HOMEPHOE BOJHOOOPa3HOE M3MEHEHUE AMIUIUTYbI
koMIiekcoB QRS, 9To mpu 3aTsDKHBIX MH3071aX B
HEKOTOPBIX CIIydasix HAIIOMHHAET (hOpMy BepeTeHa.
N3-3a Takol TUISICKM KOMILIEKCOB 3TY apUTMUIO €1IE
Ha3bIBAIOT «CepACYHBIM Oanerom». Yacrora purma
JKEIYJIOUKOB IpU 3ToM cocTtasisger oT 200 go 250
1 faxke Oospie ynapoB B 1 MuHyTy. MexaHuzMowm,
HPEAECTBYIOIUM Hadally TaXUKapIUK THIIA «IIH-
pyaT», sBisieTcs eHOMEH Kackana uiu short-long-
short, BriepBbeie onucanubiii Kay et al. [10]. B ero
OCHOBE JISKUT TOCIICAOBATEIBHOCTD: JKEIyI0YKO-
Basi 9KcTpacucrolna (short) — MOCTIKCTpacHCTONNYE-
CKas KoMITeHcaTopHas nay3a (long) — HopManbHBIN
KOMILJIEKC ¢ yBeJauueHHbIM uHTepBaioM QT u BbI-
cokuM 3yorom U (short). M3 Bomabl U 3amyckaercst
ouepeIHas JKeIyJ0UKOBas 3KCTpacucToa, KoTopas
JaeT Haydaio napokcusMmy torsade de pointes. bomb-
HIMHCTBO 3MM30/0B 3TOM TaXWKapIWU CIIOHTAHHO
Kynupyrotcs: yepe3 6-100 KoMIIEeKCOB, HO Bcerja
CYIIECTBYET PUCK TPaHCHOPMAIINU B GUOPUIUISITHIO
KETYJI0YKOB, YTO OTHOCHUT 3Ty (OpPMY TaxHKapauu
K IPOTHOCTHYECKH KpaiiHe HeOIaronpHusTHBIM.

B nmarHocTHuke CKpHITHIX ()OPM CHHAPOMA Y IJIH-
HeHHoro nntepBana QT Oombiloe 3HaYeHUE OTBO-
JIUTCS TIPOBOKALIMOHHBIM ITpo0am.

AKXTHBHAs OpTOCTaTHYECKas Ipola 3aKIrouaeT-
csl B TOM, YTO TIOCJIe MTePexo/ia U3 TOPU30HTATILHOTO
MOJIOKEHUS] B BEPTUKAIBHOE KaK Y 370POBBIX JIHII,
Tak u y nanueHToB ¢ LQTS ormeuaercs ymepen-
HOE YBEJINUEHUE YACTOTHI CEPJICUHBIX COKPAILICHHUH.
IIpu 3TOM y 370POBBIX JIOAEH IJIUTEIBHOCTH HH-
tepBana QT ymensmmaercs, a y marueaToB ¢ LQTS
(ocoOeHHO 2 THMA) TPOAOKUTENEHOCTh HHTEpBAJIa
QT ymeHbIaeTcs MeHee CyIECTBEHHO, HE U3MEHS-
eTCs WK J1aXKe YBEITMUMBACTCSL.

ITpu mpoBeaenun npoObI C AO3UPOBAHHON (PU-
3UYECKOM Harpy3Koi Ha BEIO3ProMeTpe WM TPEa-
MUIE A7 340POBBIX JIIOJEH XapaKTepHO yKOpode-
nHue QT mo mepe yBenmuenust YCC. Y manneHToB ¢
LQTS mo mepe Bo3pactanust UCC QT yxopauusa-
eTCs He3HAYUTEIbHO WIH Y UINHSIETCS.
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[Ipu mpoBeneHNY IPOOHI C SMUHEPPUHOM Y 3110-
posbix mn nHTEpBa QT yKopaunBaercs, a y mamu-
entoB ¢ LQTS mapanokcanbho yunsercs. [Ipoda
paclieHUBaeTCsl KaK MOJIOKUTENbHAs MPU yBeIHUe-
Huu JumrtenbHOcTH uHTepBaia QT Gonee 30 mMc Ha
¢one nnby3un anpenanuna B no3e a0 0,1 Mrr/kr/
MuH. Hambonee xapakTepHa MONOKHUTEIbHAS TIPO-
6a ¢ snmHedpuHOM 11 manrerToB ¢ LQTS 1 tuma.
Y mmnenne natepBana QT y HUX MOXKET JJOCTUTATh
140 u Gosee Mc, COMTPOBOXKIATHCS BOSHUKHOBEHUEM
PEeLMAMBUPYIOMINX HEYCTOWYMBBIX MPOOESKEK WIN
WHAYKIAW yCTOMYMBOTO TAPOKCH3Ma JKEITYyIJ0UYKO-
Boi Taxmkapauu [11]. BaxHo yYuTBIBaThH, 4TO CO-
MyTCTBYIOIMKA TIpUeM [-apeHOOI0KaTOPOB CHH-
KaeT IMarHOCTHYECKYIO 3HAYUMOCTb MTPOOBI.

[Ipoba c afeHO3MHOM JEMOHCTPUPYET, UTO Y AJIH-
Henue uHTepBasa QT y manmentoB ¢ LQTS moxer
pa3BuThCs pu pes3kux konedanusx YCC — ageHo-
3UH-WHIYITUPOBAHHOMN OpaTuKap Iy, IepeXoIsei
B CHHYCOBYIO Taxukapauio. B ucciemoBanuu Viskin
B CPaBHEHUU C KOHTPOJIBHOM I'PYINIION Y NAUEHTOB
¢ LQTS nabmiomanoch 3HAUYMTENBHOE Y UIMHEHHE
untepBana QT npu Opamukapaun (QTc >490 mc) u
MeHbIIIee YKOPOUYCHHUE MPH MOCIIEAYIONIeH TaXuKap-
mnu. Kpome toro, y manuentoB ¢ LQTS Bo Bpems
MIPOBEZICHNUS MPOOBI OTMEUeHBI N3MEHEHHU MOp(O-
noruu 3youa T (yBeianueHue aMIUTUTY b, 3a3yOpu-
HBI HA HUCXOJISIIEM Kosiere) [12].

[Ipoba ¢ MekcuIeTHHOM ObliIa PEeATIOKEeHA IS
g hepeHIMpoBKY NarueHToB ¢ reHotunoM LQT 3
OT TMANMEHTOB C IPYTUMH TUTIAMHU CHHIPOMA yIJTH-
HexHoro naTepBasia QT. B nccnenoannm Schwartz
BBISIBIIEHO, YTO OJHOKPaTHOE NPUMEHEHHE MeEK-
cunernHa y nanueHtoB ¢ LQT 3 BHyTps B mo3e
6-8 mr/kr cokpamaer untepBan QT ¢ 0,535 no
0,445 cexyHn, HO y MALIMEHTOB C APYTUMH IF'€HOTHU-
MaMu yKOpOUYEHHE OBIJI0 HEe CTOJh 3HAYMUTEIbHBIM
[13].

Jlns mpeHaTalbHOM JUArHOCTUKH CUHApOMA YJI-
nuHeHHoro uHtepBana QT MCHOIB3YIOTCS METObI
HEMHBA3MBHOW (eTasbHON 3JeKTpoKapauorpadun
u QeranbHON MarHuTokapauorpaduu [14].

ITanmeHnTaM € OTATOIICHHBIM CEMEWHBIM aHa-
MHE30M, KIMHHYECKUMH W DJIEKTPOKapaAnOrpadu-
yeckumu nposieneHusMu LQTS nHeoOxomumo mpo-
BEJICHNE T'€HETUYECKOI0 TECTHPOBAHUS AJIS OIpe-
nenenust mytauuid. HRS u EHRA pexomenayrot
MIPOBOJIUTH TEHETHYECKOE TECTUPOBAHKE B CIIETYTO-
IIUX CITydasx:

1) y mamueHToB ¢ BBICOKUM OajuIoM IO IIKase
[[IBapua, OTATOLIEHHBIM CEMENHBIM aHAMHE30M,
KIMHAYECKUMH TPOSIBICHUSIMU U U3MEHEHHSMH Ha
OKT nokos 1 mpu NpoBeaeHUN MPOOHI ¢ SNUHEHPH-
HOM (Kimace 1);

2) y marmuenToB ¢ yamuaenneM QTc mpu otcyT-
CTBUU BTOPHYHBIX TPHUYMH (IJIEKTPOJIMTHBIE Ha-
pyuienusi, runeprpodus, OJIOKaabl HOXKEK IydKa
I'uca) npu QTc >480 ms (y aereit) uau >500 ms (y
B3pocibix) (knacc 1);

3) y mo0bIX OECCUMIITOMHBIX MAIMEHTOB C UJIH-
omaTHYeckuM ymamnHeHneM Ha cepun DKI', CHATBIX
B mokoe QTc >460 ms (y mereit) wim >480 ms (y
B3pocibix) (kiacc [Ib) [1].
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I'eHeTndeckoe uccnenoBaHNE Ha HAIWYHE W3-
BecTHIX MyTanuii B JIHK npoBonutes B cnenuanu-
3MPOBAHHBIX JTA00PATOPHSIX U BKIIIOYAET UCTIOIB30-
BaHUE MYJbTUT€HHOW IMaHeNH, OJHOT€HHOE TeCTH-
poBaHue 1 Oojiee MOJIHOE TCHOMHOE TECTHPOBAHUE,
BKITIOYAIOIIIEee MPSAMOE CEKBEHHPOBaHUE (parMeH-
TOB T'€HOMA, KOAUPYIOIINX OEJIOK C MTOCIEAYIONINM
(bnankupoBaHUEM O0OJIACTEH IIEJCBBIX SK30MOB M
ammmudukanuenn [TLP. B PecnyOnuke bemapych
reHetnueckoe uccienoBanne LQTS moctymHo B
ueHtpe reuetuku «Hacnenue» B paMkax 3K30MHOM
naHenu «HacnencTBeHHBIE 3a00JEBaHUS CEPLIAY.
Cpenu 200 uccnenyeMblXx T'eHOB — 12 reHeruue-
CKHX MapKepoB CHHApPOMA y/UTMHEHHOTO HHTEpBaa
QT (KCNQI, KCNH2, SCN5A, KCNE1, KCNE2,
KCNJ2, KCNJ5, CAV3, SCN4B, CACNAIC,
AKAP9 1 SNTA1). Tem He MeHEe, OTPHIIATEIBHBIH
pe3ynbTaT, MOTyYeHHBIN P TEHETUIECKOM HCCIie-
JIOBaHWW, HE IO3BOJIATH TOBOPUTH 00 OTCYTCTBHUH
BpoxkaeHHoro LQTS, mockonbKy mamueHTsl MOTYT
MMETh MyTallUH eIlle He U3BECTHHIX T'€HOB.

B nuarHocTHke mpruoOpeTEeHHOro CHHAPOMA Y-
nuHeHus: uaTepBana QT BakHYIO POJIb UTPACT BBI-
SIBIICHUE KIIMHUYECKUX COCTOSHUHN W 3a00IIeBaHUi,
MIPUBOIAIINX K €0 BOSHUKHOBEHHIO, a TaKKe TIIa-
TeIbHOE N3yueHNe PapMaKoIOTHIECKOTO aHaMHE3a.

Jleuenue

Cornacao Pexomenmanmssm ESC mo edenuro
MAIMEHTOB C JKEITYJI0YKOBHIMU HAPYIICHUSIMHU PUT-
Ma U Tpo(MIIaKTHKE BHE3AIMTHON CEPIeIHON CMEPTH
2015 r., BceM MmanueHTaM ¢ CHHIPOMOM YIJINHEH-
Horo uHTepBana QT pekomeHIOBaHBI CleaylOIINe
M3MEHEHUS 00pa3a KU3HU:

1) wu3beraTh mpreMa MEIUKaMEHTOB, CITOCOO-
CTBYHOIIUX ynuHeHHno nHTepBana QT;

2) KOppeKIus HapyHIeHHH SIEKTPOIUTHOTO
Oamanca (TUTIOKATMEMIS, THIIOMAarHUEMHUS, THIIO0-
KaJbIIMEMHS ), KOTOPBIE MOTYT pa3BUBAThCs Ha (POHE
Japer, PBOTHI WIIM METa0O0INYECKUX HAPYILICHHH );

3) wusberaTh cneun(pUUECKUX TPUTTEPOB APUT-
MuH (aKTHUBHOE IIaBaHue, ocodeHno mpu LQTSI,
BO3/IeiicTBHE TPOMKHX 3BYKOB Tipu LQTS2).

IIpenaparaMu mnepBOi JMHUU TEpanvMu CHH-
npoma yuinHeHHoro uHTepBana QT sBistroTcs Oe-
Ta-0mokatopsl. CornacHo 3aKIIOYEHUIO YKCTIEPTHO-
ro koHcencyca HRS/EHRA/APHRS 2013 r., peko-
MeH/IyeTCsl Ha3HadaTh OeTa-0JI0OKaTOPHI MaIUeHTaM
C HaJIMYUEeM KIMHWYECKUX TPOSBICHUH CHHApPOMA
ymmHeHHOTO MHTepBayia QT (CHHKOMAIBHEIE J1TH-
307161, MAPOKCH3MBI KETyTOUYKOBOM TaXHUKapIIIH)
u 0e3 KIMHUYECCKHUX MPOSIBICHUH, HO C yIUIMHEHH-
em mHTepBana QT Gonee 470 mc. Mx HazHavyeHMe
MOXKET paccMaTpuBaThesl y nanueHToB ¢ LQTS u
HOpPMaJIbHBIM 3HadeHneM wuHTepBada QT (kmacc
Ila pexomenmammii) [1]. B Pexomenmammsx ESC
2015 r. mpemaraercst Ha3Ha4aTh OeTa-OJIOKATOPHI
BCEM MaIMeHTaM C KIMHUYeCKUM auaraHozoMm LQTS
U paccMaTpuBaTh WX Ha3HAuYCHHE y HOCHUTEJCH re-
Hetnyeckoil mytanuu LQTS ¢ HOpMaslbHBIM HHTEp-
Basmom QT [3].

Mexanu3M neicTBusl OeTa-0JI0KaTOPOB BKIIIO-
YaeT KOHKYpEHTHYyI0 Oiokany Oera-aapeHoperer-
TOPOB, YYaCTBYIOIIUX B CHMIATHYECKUX TPUTTEp-
HBIX MEXaHU3Max, 3aMeJIEHHE CHHYCOBOI'O PUTMa
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¥ BO3MOXKHOE TOJIaBJICHHE M30BITOYHOTO BBHIOpOCA
KaJIbIMs Yepe3 KaHajbl perenTopa puaHoauaa. be-
Ta-0J10KaTopbl A(PGEKTUBHO TOIABISIOT 3KTOIH-
YEeCKHE JKETYJI0YKOBBIE COKPALICHUS M ApUTMHH,
a TaKXKe CHIDKAIOT PUCK BHE3AIHON CepieuHOM
CMEPTH U MOTYT HCIOIB30BAThCS Y TIOJIABIISIOIIETO
OompmmHCTBA ManueHToB ¢ LQTS, 3a uckimoueHun-
eM CHeHU(PUICCKUX TPOTHBOIOKA3AHUNA (TsDKeTast
CUHYCOBasi OpaJrKapans 1 MOopakeHHEe CHHYCOBOTO
y31a, HapyuieHus: AB-nipoBeneHus, CTEHOKapAMs
[lpunnMerana, akTWBHas OpOHXHWANbHAS acTMa)
[15].

CyIiecTByIOT pa3Hble MHEHHS OTHOCHTEIHHO
TOTO, Kakoil OeTa-01okaTop 0b6JagacT HaWBBHICIIICH
s¢dexruBHOCTRIO B Jieuenuu LQTS. B uccnenora-
Hun Chockalingam, mpoBeieHHOM B OTHOCHUTEIBHO
HeOobIIoN nomyasiuuy 382 MauueHToB, MOTy4aB-
IMX Tepanuro mnporpanononoM (134), meromnpoio-
nom (147) nim napononom (101) yctaHoBneHO, 9TO
MIPOMPAHOIION ¥ HAJIO0JON MMEIOT CPaBHUMYIO d(-
(DEKTUBHOCTD, MTPUUYEM IPOIPAHOJION OoJiee CyIe-
cTBeHHO ykopaunBaeT unrepain QT. Metomnposnon
3HAYUTEILHO MeHee d(PPEKTUBEH, MPUBOJUT K BbI-
COKOMY PHCKY XU3HEYTPOXKAIOIIUX apUTMHNA U HE
JTOJKEH OBITh UCTIOIH30BAH B JICYSHNH MTAIIUEHTOB C
LQTS 1 u 2 Tuma [16].

B nmpyrom wmccrnenoBanuu, mpoBelieHHOM Abu-
Zeitone [17] u BrmrovaBiieM 1530 manueHTOB U3
MexaynapogHoro peectpa LQTS, arenomnon, me-
TOTIPOJION, TPOIIPAHOJION W HAJOJON OKa3aHCh
onrHaKoBO Y dexTuBHBIMU. OmHaKO Koraa ddek-
THBHOCTh 0€Ta-0JIOKaTOPOB aHAJIM3WPOBAIACH OT-
JIENBHO JUTSl K&KJIOT0 TeHOTHIA, OKa3ajoCh, UYTO Y
nanueHToB ¢ LQT 1 oanHakoBo 3QeKTuBHBI Bee
4yeThIpe mpenapara, a y nanuentos ¢ LQT 2 noxa-
BIISIIOIIEE TTPEUMYIIECTBO UMEET HA0IOM.

Takum 006pazoM, Ha CETOTHATITHUMN IeHb HanOO-
nee 2P PeKTUBHBIM U3 O6€Ta-0JIOKATOPOB B TEPAITUU
LQTS cuurtaercs Hamomnon. [IpumMeHsTh €ro peko-
MEHJyeTCsl B JI03upoBKe 1-1,5 MI/Kr/CyTKH OAMH
pa3 B JIeHb y MAIMEHTOB 12 JeT U cTapIie u B I0-
JIOBHHHOM JI03MPOBKE 2 pa3a B JIeHb y TAIMEHTOB
miaamre 12 ner. BropeiM 1o 3dekTHBHOCTH TIpe-
MapaTtoM OOJBIIMHCTBOM JKCIIEPTOB MPU3HAH TIPO-
npanosoi [18].

B KxauecTBe IOMOJHUTENBHON TEPAITUK C LEIbI0
yMeHbIleHUs JuuTeabHocT uaTepBana QT y ma-
uuentoB ¢ LQTS3 u ysenmnuenuem QTc >500 mc
MOJKET paccMaTpuBaThCsS JIEUEHHE OJIOKaTOpaMH
HATPUEBbIX KaHAIOB (MEKCHIICTHH, (DIIeKauHMI NI
panonasuH) [1, 3].

MekcWIeTuH — 3TO AHTHAPUTMUYECKUI IIpe-
napar IB kiacca, MexaHM3M JEHCTBHS KOTOPOIO
0o0ycIoBIIeH OJIOKaJ0lf HATPUEBBIX KAHAJIOB MEM-
OpaH KapAHMOMHOLMTOB. MEKCHJIETHH YMEHBIIIaeT
MPOAOJKATENIEHOCTD TIOTEHIMANa ACHCTBUS U d(-
(exTUBHOrO pedpaKkTEepHOro MEeproia B BOJOKHAX
[Typkunbe, nogapnser ux apromaru3M. CoriacHo
pe3ynbTaTam ucciienoBanus Mazzanti et al., Bkiro-
yaguiero 34 nauuentoB ¢ reHotunom LQT 3, npu-
MEHEHHE MEKCHIIETHHA YMEHBIIIAET MPOI0IKUTEb-
HocTh mHTepBasia QT B cpemuem Ha 60 MC W CHU-
’KaeT PUCK BO3HUKHOBEHUSI CEPJICYHO-COCYIUCTBIX
coObrtuii 10 0,7% B roa [19]. Badri et al., uccnenys
rpymmny u3 12 nauuentos ¢ npuodpereHHsM LQTS,
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TIPHIIIEI K BEIBOJLY, 9YTO MEKCHIIETHH HE TOJIBKO YKO-
paunBaet nHTepBai QT u ycTpaHseT adpTepHAIHIO
T-BOJIHBI, HO ¥ MIPUBOJIUT K OBICTPOMY TIpeKpale-
HUIO JKeTyA0o4KoBOW aputmum torsade de pointes
[20].

®drekanHU — 3TO AaHTHAPUTMUYECKHIA TTperapar
IC xiacca, okaspIBalOINN BBEIPAKEHHOE WHTHOU-
pyromee IeicTBHEe Ha OBICTphIC HATPUEBBIC KaHa-
JIbI, @ B BRICOKMX KOHIICHTPAILUSIX W Ha MEJJICHHBIC
KaJplueBble KaHaibl. OH yKOpayMBaeT AJIUTENb-
HOCTh IOTEHIMaNa JACHCTBUs BOJOKOH [lypkuHbe,
HO TIPOJIIEBAET €r0 B MHOKAap/e JKEIYJA0YKOB, YTO
MO3BOJISITh YMEHBIIUTh T€TEPOTCHHOCTh  PETIOJsi-
pU3aINK, TOABISIS KETyI0YKOBbIE apuTMUU. B
uccnenosanusx Windle [21] u Chorin [22] moka-
3aHO, YTO PEryJIIpHOE MEpOpaibHOE MPHUMEHEHHE
¢iiekanHuIa B HU3KUX A03aX y nauueHtos ¢ LQTS
3 THIa yMEHbIIAET MPOAODKUTEIILHOCTh HHTEPBAlIa
QT B cpemnem Ha 53 Mc u HOpManHu3yeT Mopdo-
Jorndeckue cBoiicTra 3yoma T. OgHako sHTy3Ha3M
OTHOCHUTEIFHO JaHHOTO IpernapaTa OblT HECKOIBKO
OMpaueH COOOLIEHUSAMHU O (IeKaunHHUI-HHIYLHPO-
BaHHBIX Opyranonono0HbIX m3MeHeHusix Ha OKI,
BO3HMKaromux y nauueHtoB ¢ LQT3 [23]. Tak, B
uccienoannu Chorin OpyrangononoOHbIe M3MeHe-
Hus HaOmonammch y 6 u3 30 marmentoB n'y 100%
W3 HUX MCYE3NM Yepe3 2 JIHS TOoCie MPeKpaieHuUs
npuema (hrekanHuaa.

PaHosa3uH — CENEeKTHBHBIA WHTUOUTOP TOKa
yepe3 HaTPUEBbIE KaHAJbI, TTOJIABIISIFOIINAN TTPEHMY-
IIECTBEHHO MO3JHUI HATPUEBBIN TOK B KAPJIUOMHUO-
[IUTaX, IPENATCTBYS TEM CAMbIM BHYTPHKJIETOYHON
neperpyske HoHaAMH HATpHsl U Kanblus. OCHOBHBIM
3(dekToM paHOJIa3MHA CUMTACTCS AHTHHUIICMHYE-
CKO€ JIeiicTBHUE, YIydllIeHHe KPOBOTOKAa B KOPOHAp-
HBIX apTepHsX 3a CYET YITHHEHHS TUACTOITHYECKO-
ro pacciabnenus muokapaa. Mccinenoanne Chorin
JTOKa3aio, 9To (P QPeKT OT MpuMEHEHUs paHOoJIa3HHa
y nanuenToB ¢ LQTS 3 tumna conocraBum ¢ 3 dek-
TaMU OT MpueMa MeKcuaeThHa U (rexkanuuaa (yko-
pouenue unrepsaia QT B cpeanem Ha 50 mc), HO,
B OTJIMYHME OT MOCJICTHETO, PAHOJIA3WH HE BBI3BIBACT
opyranomnonobusix m3meHennii Ha OKI [24]. [leit-
CTBHE paHOJIa3uHa Ha Mopdosoruto 3yoma T u mpu
napokcu3max torsade de pointes ele He Uccie0Ba-
HO ¥ TpeOyeT JalbHEeHIIero N3yYeHusI.

Wmnnanranus UKJ[ B coderanun ¢ npuemom
Oera-0IOKaTOPOB pEKOMEHJIOBaHA MAaIMeHTaM C
LQTS, nepexuBmuM 0CcTaHOBKY cepaua. MmmiaH-
tanmto K]l B coderannn ¢ mpuemom OeTa-010-
KaToOpOB CJIEJyeT PEKOMEHJIOBATh MAIMEHTaM C
LQTS u cunkonanbHbiMu cocTossHUSIMU W/umn KT
Ha (oHe mmpuema aJeKBaTHOM J03bl OeTa-0J0KaTo-
poB [1]. Kpome Ttoro, cornmacuo Pexkomenpanusim
ECS 2015 r., ummnanranus UKJ Moxer paccma-
TPUBATHCA B NOTIOJHEHHE K Tepamuu Oera-0ioka-
TOpaMH y aCUMIITOMHBIX HOCHTEJICH MaTOJOrHYe-
ckoil myrtanuu B reHax KCNH2 nnun SCNSA npu
yBenuuenuu QTc >500 mc [3]. B 3akmouenun sKc-
neptaoro koHcencyca HRS/EHRA/APHRS 2013 r.
nMmiianTanus UK/ y acumMnToMHBIX HOCUTENEH HE
PEKOMEHIyeTCs, 3a UCKIIFOUSHHEM «OCOOBIX 00CTO-
ATEIbCTBY», TAaKUX Kak: 1) yniuHenne natepsaia QT
cBbIe 550 MC y MalUeHTOB ¢ JIFOObIM TE€HOTHIIOM,
kpome LQT1; 2) ymmnenne unrepsaia QT cBblie
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500 mc y xenmuH ¢ LQT2; 3) nanmnune cuHapoma
Jlxepsemna-Jlanre-Hunbcena; 4) cemeitHbIi aHaM-
me3 LQTS [1].

CoBpeMeHnHsbIil moaxon kK mocranoBke MK Bo
MHOTOM OCHOBaH Ha pe3yJibTaTaX HCCIICIOBaHUS,
npoBeZieHHOTO Schwartz et al. u BkirouaBmiero 233
MaIedTa ¢ CUHIPOMOM YUIMHEHHOTO WHTepBaia
QT [25]. XapakTepHo, uto 60see 50% y4acTHUKOB
WCCIIEJIOBAHNSI HE HMMEJIM B aHaMHE3€ OCTaHOBKHU
cep/lla U XOpOILO pearupoBaiv Ha Teparuio Oe-
Ta-0JI0KaTOpaMu, a HEKOTOPhIC U3 HUX OBUIN acuM-
MITOMHBIMH HOCUTEIISIMU MyTalluii. B Tedenne cpen-
Hero nepuoza B 4,6 rona auib 28% MauueHTOB Ie-
pEeHeCTH OJTMH WIIM HECKOJIBKO IMTOKOBBIX Pa3psIoB,
a yactota 1mo0ouHbIX 3(dekToB cocraBmia 25%.
K no6ounbm s¢d¢pexram nocranoBku MKJ[ otHo-
csATCS. HEOOOCHOBAaHHBIC IIOKOBBIE Pa3psijibl, CMe-
IICHUE 3JIEKTPOIOB, WHPEKIIMOHHBIE OCIOXHEHHUS
Y HapyLIEHUs MCHUXOJOTHYECKOH aganTauuu [26].
[TosToMy 11t KOPPEKTHOTO OTOOpA MAIMEHTOB IS
nocranoBku MK/l Obuta mpemioxkena ynoOHast 1ist
WCIIOJIb30BaHMsI B KJIIMHUYECKOW TMPAKTUKE IIKaia
M-FACT (tabmumna 3).

Taonuya 3. — Kpurepun mxanst M-FACT

-1 0
TTokazarens 1 6amn 2 baiuta
Gayun | GayutoB

OtcyTcTBHE
KITMHAYIECKHAX
MPOSIBIICHUN B Ja
teuenue 10 et u
Oonee
QTc (mc) <500 >500 — <550 >550
OcraHoBKa cepAna

HET na
B aHAMHE3€
Knuanueckne
MIPOSIBICHHS BO

HET na
BpEMsI Tepariu
Gera-OIoKkaTopamMu
Bospacr nipu

Pact Iip >20 <20

MMIDIQHTAI[AN

B nccnenoBanmm Schwartz et al. y manueHToB
¢ ycranosneHHbiM MK, HaOpaBimx 0 0a/uioB 1o
mkane M-FACT, He 3adukcupoBaHO HU OJHOTO
HIOKOBOTO pa3psAja, a cpelu MalnueHToB, HaOpaB-
mux 3 u Oonee 0aJIOB, 10JIS IEPEHECIINX KaK MHU-
HUMYM | MOKOBEI pa3psn coctaBuna 70% [25].

VY nauumeHTtoB ¢ MPUOOPETEHHBIM CHHIPOMOM
yanuHeHHoro uHTepBana QT OTHOCHTENBHO UM-
mnanTaruu MKJ[ uMeroTcst mpoTUBOpEUUBHIC JaH-
uele. Tak, B uccnegoannu Monnig y 44% nanu-
eHToB ¢ npuodbpereHHsiM LQTS u uMruanTanueit
UK]] mabmronanich 000CHOBaHHBIE IIIOKOBBIE pa3-
psanbl, y 30% — HeobocHoBaHHEIE [27].

B macrosimee BpeMs — 310Xy «OOOpPOHUTENb-
HOM MEAMIMHBI» — JIOBOJOB «33» WMILIAHTAIUIO
WK y KTUHUOUCTOB OOJbIIe YeM «IIpoTuBy. [Ipu
Hamnunu MK/] mokoBbIi pa3psan crnacaer KU3Hb
MAIUEHTy, IPA OTCYTCTBUU MOKET MIPUBECTHU K TPa-
TMYECKAM IIOCIEACTBHAM, HE3aBHCHMO OT Kjac-
ca MOKa3aHWil K ero ycraHoBke. B uccnenoBaHuu
"Drugs and ICD implantation" ycTaHoBII€HO, YTO
nocranoBka MK/ sBisierca tepanueil nepBoi jiu-
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Huu ipu LQTS B 19% y4dacTByOIMUX MEAUIUHCKHUX
[IEHTPOB, a B HEKOTOPBIX M3 HUX MPHUMEHSETCS Y
75% manmenToB [28]. B cBs3M ¢ 3TUM aKTyalbHOM
SIBJIICTCS ITPO0JIeMa MPaBUIIBHOTO MTPOrPaMMHUPOBa-
Hust UK/l y Takux nanueHToB Jjis ACTESKIUU KeITy-
JTOYKOBBIX HAPYIICHUH pUTMa (C YCTAaHOBKOH B 30HE
VF npu noporosoit YCC, npesbimaroieit 220-240
yIapoB B MUHYTY).

JleBOCTOpOHHSISI CUMIATHUYECKasl JICHEPBAIlHsI
cepaua cuutaercs 3(pPeKTUBHBIM, HO JOCTATOYHO
PEAKUM METOJOM TEepalliu CHHAPOMA YTHHCHHO-
ro untepana QT. M3BecTHO, YTO cCUMIATHYECKas
HEpBHAsA CHUCTEMa MHAYIHPYET MOTUMOPPHYIO HKe-
JyTOYKOBYIO TaXUKAPIHMIO Y OOJBIIMHCTBA ITaIieH-
ToB ¢ LQTS. ApUTMOTECHHBIN MOTEHITUAT TJIABHBIM
00pa3oM cocpelloTOUCH B TPEThEM JIEBOM HICHHOM
CUMIIATUYECKOM TaHTIIUH (3BE3[4aTOM Y3IIe), 1103-
TOMY €ro yJaJeHHe MPHUBOIUT K CHIDKEHUIO ajpe-
HEPrUYeCKOro BIIMSHUS CUMIIATUYECKOM HEPBHOM
CHUCTEMBl W YIyYIICHHIO COCTOSHHS TalMeHTOB
[29].

BelniosiHeHHE T'PyJHOU JIEBOCTOPOHHEN CUMIa-
TUYECKOU JICHEePBAIMK CEpJILla CIICAYET paccMaTpH-
Bath y naruenToB ¢ LQTS, koraa nmpuem OGera-6110-
KaTopoB Hed((DEKTUBEH, IIOXO MEPEHOCHUTCS JTHOO0
uMeroTcs nporuBonokazanus; MK/[-tepanus npo-
TUBOIIOKA3aHa WJIM HMEETCA OTKa3 TAaIueHTa; Y
naruentoB ¢ MKJI, kotopsie Ha ¢oHe mpuema Oe-
Ta-0JIOKATOPOB MPOJOJDKAIOT UCIBITHIBATE MHOMKE-
CTBEHHBIE pa3psAnsl nedudpmmisTopa (kmacc I[TA
corimacao Pexomenmamusm ESC 2015 r.; xmace |
COTJIACHO 3aKIIOYEHHUI0 DKCIEPTHOTO KOHCEHCYyca
HRS/EHRA/APHRS 2013 r.) [1, 3].

[MaruentaM ¢ MPUOOPETEHHBIM CUHAPOMOM Y/I-
muHenus uHTepBana QT pekoMeHpoBaHA OTMEHA
Ha3HAYCHHBIX TPENapaToB, MOTEHIIMATHHO HMEFO-
IUX TIPOApPUTMHUYSCKHA 3P deKT, Ha T000M dTare
MpU TIOSBIICHUH TMOJIO3PEHUSI HAa BO3HUKHOBEHHE
MEJMKAMEHTO3HO HWHAYIUPOBAHHONW apUTMHH U
WCKJIFOYCHUU HAJIMYHSI IPYTHX aPUTMOTEHHBIX Cy0-
CTPAaTOB, a TaK)KE KOPPEKIIHsI METabOJINISCKIX Ha-
pyuieHuii [3].

PexomeHnmanmm 1o JeueHuto JeKapCTBEHHO-MH-
nynrpoBanHoro cuHapoMma yanuaenus QT coxep-
)Katcss B PyKOBOACTBE MO JICUCHUIO TMAIUEHTOB C
JKEJTYIOYKOBBIMU apPUTMUSIMU U TIPEIYITPEIKICHHUIO
BHe3anHo# cepneunoit cmeptu  ACC/AHA/ESC,
2006. CormacHO MM, y MalMEHTOB C MOBTOPHBIMU
smm3onamu torsade de pointes ¥ CTOMKHM yJTHHE-
aueM uHTEepBana QT memecooOpa3HO MPUMEHEHUE
cynb(arta Maraus, (kiacc [la), a Takke moBbIIICHHUE
ypoBHs Kajiust 110 4,5-5,0 mmonb\i (knace 11b). [pu
BO3HUKHOBCHHH MPUCTyNA TOJIUMOP(PHON Kelry-
JIOYKOBOM TaxXUKapJIWUU TUIA «IIAPYIT» IMOKA3aHEI
TIpesicepIHas WM KEITyT0OYKOBask IEKTPOKaAPINO-
CTUMYJISIIFSI FUTH BBEIEHUE U3ompenHoona [30].

HecmoTpst Ha BO3MOXHbBIEC KOPPUTHPYEMBIC ITPH-
YHHBI BO3HUKHOBEHUS KEIIYJ0UYKOBBIX apUTMUM, Y
MAIMEHTOB C MPUOOPETECHHBIM CHUHAPOMOM Y IIJIH-
HeHHOoro mHTepBaia QT criemyer WHAMBHIYaTbHO
paccMaTpuBaTh HEOOXOIMMOCTH TMPOQPUITAKTHIC-
ckoit umrutantanuu UK ¢ yueTom pucka pa3Butus
JKU3HEYTPOXKAIOINX apuTMUil B OyaymieM [3].
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IIpoznos

[IponomKATENBHOCTD KU3HU TAIIUEHTOB C CHH-
IpoMoM yanmuHeHHOro mHTepBana QT Bo MHOTOM
3aBUCHUT OT PaHHEW JTUATHOCTUKH U aJCKBATHO TIO-
IOOpaHHOTO JieueHHUs. be3 JeueHus: CMEpPTHOCTH
ot LQTS cocraBnsier 21% B Teuenue 1 roga mocie
MEPBOT0 DIMM307a CHHKOIE, a MPH MPaBHILHO Ha-
3HaYeHHOM JICYEHUH He TpeBbImaeT 1% B TedeHne
15 ner mocie BOSHUKHOBEHUS KITMHUICCKUX TTPOSIB-
nenuit [15]. YV 10-12% mamueHTOB ¢ CHHIPOMOM
ymnHeHHoro uutepBana QT mepBbIM KIuHUUYE-
CKUM IMPOSIBJICHUEM SIBIIICTCS BHE3alHAasl Cepaecy-
Hasg cMmepTh [15]. g MauuMeHToB, MEPEeKUBILIUX
OCTaHOBKY Cep/ilfa, XapaKTepeH BBICOKUI PHCK ITO-
BTOPHOM OCTAHOBKH CEp/lia aXke Ha (JOHE Teparnuu
Oera-Omokaropamu (14% B TeueHue 5 et Ha GoHe
TEparuu), B CBS3H C YeM TaKUM IallieHTaM MoKa3a-
Ha ycranoBka UK/ [29]. TTauueHTsl ¢ CHHAPOMOM
yanmuHeHnHoro uHTepBania QT, monywaromme Tepa-
o 6eTa-0JIoKaTopaMu, MOJDKHBI KaK MHUHUMYM
OJIWH pa3 B o1 BEIONTHITE DKI', X0nTepoBCcKoe MO-
HutopupoBanue JKI' u aHanu3 KpoBU Ha YPOBEHB
AIIEKTPOJIUTOB (Kaluid, Kanbluid, Hatpuii). C ocTo-
POXKHOCTBIO Yy HUX JOJDKHA TPUMEHSTHCS 0OmIast
aHecTe3usl, T. K. OOJBITMHCTBO aHECTETHKOB MOTYT
BBI3BIBATh MapoKcu3MbI torsade de pointes. Brus-
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LONG QT SYNDROME. PART 2
Kalatsei L. V., Snezhitskiy V. A.

Educational Institution «Grodno State Medical University», Grodno, Belarus

Long QT syndrome (LQTS) is a potentially life-threatening canalopathy, accompanied by prolonged QT interval
on a 12-channel ECG, syncopal conditions and a high risk for sudden cardiac death due to the development of torsade
de pointes (TdP) polymorphic ventricular tachycardia. The primary goal in management of patients with LOTS at
the present stage is prevention of undiagnosed forms, adequate treatment and prophylaxis, facilitated by the rapid
development of molecular biology and genetics. The second part of the present review reflects the latest achievements
in its diagnosis and management.

Keywords: long OT syndrome, torsade de pointes polymorphic ventricular tachycardia, corrected QT interval,
beta blockers.
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