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B 0630pHoi cTaTbe obcyxpalTcsa akTyanbHble U crop-
Hble BOMPOCHI, CBA3aHHbIE C BOMPOCaMu [ANATHOCTUKW,
cTpatTduKaLmUmn pucka n ne4YeHns NaLneHToB C BPOXKIEH-
HbIM CMHAPOMOM yAnuHeHHoro uHTepsana QT (CYWQT).
[pepcTaBneHbl coBpeMeHHbIe faHHbIe O FeHETUYEeCKOM ap-
xutektype CYWQT, aHann3unpyetcs Mogenib CTpaTuduKaLmm
pucKa 1 NPOBOAMUTCS XapakTepuUCcTMKa HOBbIX MOTEHLMaNb-
HblX GaKTOpOB KapAMoBaCKyNsSpHOro NporHo3a. MNpu aToM
BonbLIOE BHUMaHWE YaeNeHo oNncaHuio reHoTun-peHoTn-
nuyeckmx koppensunii CYUQT n MonekynsipHo-reHeTuye-
CKNUX MeXaHM3MOB HapyLleHN TpaHCMeMbpaHHbIX MOHHbIX
KaHanoB ceppua, fiexkalux B OCHOBE apuTMoreHesa npu

CYWQT. Takxe npencTaBieHbl 0CHOBHbIE METOAbI JIeYeHUs
nauneHToB ¢ CYNQT, ocobeHHO MMeLLnX BbICOKUIA pUCK
cepheyHbIX cobbITWIA, BK/tOYAs reHoTUN-cneLnduyeckmii
MoAxoA K BeAeHUI0.

KnioueBble cnoBa: cuHAPOM yannHeHHoro nHTepsana QT,
cTpaTuduKaLumMm pucka, BHe3anHas CeppevyHas CMepTb,
KapauoBepTep-pedubpunnatop.

KoH$pnuKT HTEpecoB: He 3asBeH. EI E

Moctynuna: 27.03.2024
MpuHata: 07.05.2024 E

* ABTop, oTBeTCTBeHHbIN 3a nepenucky / Corresponding author. Ten./Tel. +7 (906)399-5672. E-mail: iskenderovbg@mail.ru



MepepoBas cTaTbs

6 Nckenpepos B.1., Jloxuna T.B., Monokosa E.A., UBaHuykoBa M.T.
BpoxAeHHbIV CMHAPOM yanuHeHHoro nHtepeana QT...
DOI: 10.24412/2311-1623-2024-42-5-15

YOAMHEHHOrO MHTepBana QT: reHeTMYecKas apxuTeKkTypa,
cTpaTudMKaLMsa pucka W TepaneBTUYECKWE MNOLXOAbI.
Me>xayHapo4HbIv XypHan cepaua 1 cocynucTbix 3abone-
BaHuit. 2024. 12(42):5-15. DOI: 10.24412/2311-1623-2024-
42-5-15

[@)ev 40 |

Ona uutupoBaHusa: MckeHpepos bB.I., JloxuHa T.B.,
MonokoBa E.A., iBaHuykoBa M.[". BpoXaeHHbI CMHAPOM

Congenital long QT syndrome: genetic architecture, risk stratification and treatment
approaches

Iskenderov B.G., Lokhina T.V., Molokova E.A., lvanchukova M.G.

Penza Institute for Advanced Medical Education — Branch of Russian Medical Academy of Continuing Professional Education,
Penza, Russia.

AUTHORS

Bakhram H. Iskenderov, MD, PhD, Head and the Professor of the Department of Therapy, Cardiology, Functional Diagnostics
and Rheumatology, Penza branch of the Russian Medical Academy of Continuing Professional Education of the Ministry of
Health of Russia, Penza, Russia. ORCID: 0000-0003-3786-7559

Tatiana V. Lokhina, MD, PhD, Professor of the Department of Therapy, Cardiology, Functional Diagnostics and Rheumatology,
Penza branch of the Russian Medical Academy of Continuing Professional Education of the Ministry of Health of Russia,
Penza, Russia. ORCID: 0000-0002-9493-444X

Elena A. Molokova, MD, PhD, Associate professor of the Department of Therapy, Cardiology, Functional Diagnostics and
Rheumatology, Penza branch of the Russian Medical Academy of Continuing Professional Education of the Ministry of Health
of Russia, Penza, Russia. ORCID: 0000-0002-1174-9426

Marina G. Ivanchukova, Assistant of the Department of Therapy, Cardiology, Functional Diagnostics and Rheumatology,
Penza branch of the Russian Medical Academy of Continuing Professional Education of the Ministry of Health of Russia,

Penza, Russia. ORCID: 0000-0002-9741-7333

This review article discusses current and controversial
issues related to the diagnosis, risk stratification, and
management of patients with congenital long QT syn-
drome (LQTS). Recent data on the genetic architecture
of LQTS are presented, a risk stratification model is an-
alyzed, and new potential cardiovascular prognostic fac-
tors are characterized. Much attention is given to the
description of genotype-phenotype correlations of LQTS
and molecular genetic mechanisms of cardiac trans-
membrane ion channel abnormalities that are key in the
arrhythmogenesis of LQTS. The main methods of man-
agement of patients with LQTS, especially those at high
risk of cardiac events, including a genotype-specific ap-
proach to management, are also presented.

Cnucok cokpalieHumn
BAB — beta-agpeHobnokaTopbl

BCC — BHe3anHas cepfeyHas cMepTb

KT  — xenygoukoBas Taxmkapams

WKL — vMnnaHTUpyeMblii KapanoBepTep-
nedbunbpunnatop

NO  — noTeHuwuan gencTena

COC — cumnaTuyeckas geHepBauus cepaua
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CYNQT — cuHapoM yanumHeHHoro nHtepsana QT

OX — Gubpunnaumns XxenyaouKoB

OP — daxTopbl prcka

4yccC — YacToTa CepaeyHbIX COKpaLLeHUn
3KC — 3/1eKTPOKapANOCTUMYNATOP

aKr — aneKkTpokapanorpaMma

TdP — torsades de pointes
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BeeneHue

BpoxAeHHbIN CMHAPOM yANIUHEHHOro nHTepsana QT
(CYWQT) — 370 Hambonee pacnpocTpaHeHHas Haciea-
CTBEHHas apuTMUS NpU OTCYTCTBUM CTPYKTYpHOIA bones-
Hu cepaua [1-3]. CYMQT xapakTepunayeTcs reHeTUYeCcKm
1 GeHOTUNNYECKUN FrETEPOreHHbIM HapyLLeHWEM perno-
nsipu3auunn ceppua, nposBASIOLLUMCS NOBbILEHHbIM
PUCKOM pPa3BUTHS NONMMOPHHON XKeNyA0UYKOBOM Taxu-
kapaouun XKT) n BHesanHoi ceppeyHoin cMeptu (BCC)
(4, 5.

PacnpoctpaHeHHocTb BpoxaeHHoro CYUQT B no-
NyNsauMnM TOYHO HEW3BECTHA, HO MPeAnoNIoKUTENIbHO
cocTasnget oT 1:2500 mo 1:5000 [6]. Ecnin yuecTs, uto
00 % naumeHToB He BbigBaatoTcd, M oT 10% po 35%
nauMeHTOB MMelT HopManbHbin QTc, BEpOSITHO, YTO
dakTnyeckas pacnpocTtpaHeHHocTs CYMQT 3Haum-
TenbHo Bbiwe [6, 7]. B uenoM, Ans Bcex reHeTUYeCKmx
TUMNOB KNIMHUYeckas neHeTpaHTHocTb CYUQT koneb-
netcs o1 25% po 100%, v B cpefHeM cocTaBnsieT oKo-
no 40% [8, 9]. OgHako NeHeTpPaHTHOCTL CyLLeCTBEHHO
yBEMYMBAETCS TMOL BAUSHUEM  LOMOSIHUTENbHbIX
bakTopoB, 0COBEHHO NeKapCTB, YAJMHSAOLWMX UHTEp-
san QT [10].

B ocHoBe MonekynapHo-reHetudeckoro (knertou-
Horo) MexaHuama CYMQT nexat HapyLueHWs MOHHbIX
KaHanoB, Bbl3BaHHble MyTauMsMW B reHax BOCMpU-
nmumsoctn K CYMQT, uto cnocobcTByeT CHWMXKEHMIO
OCHOBHbIX PenonisipM3aLMoHHbIX KanueBblIX TOKOB
BHyTpeHHero Bbinpamnenus (I, 1., 1) w/unn yse-
NINYEHUI0 Lenonspu3yLLnX BXOAALLMX HATpUeBbIX
nnn Kansunesbix Tokos (I, u I ), n B pesynsTate
NPOMCXOAMUT yANWHeHUe moTeHumana genctems (M)
n untepsana QT [2, 4, 11]. B cnyyae 3HaunTeNbHOro
3aMefJsIeHns pernonsapu3anmm Xenygoukos U yBenu-
YeHMWs TpaHCMypasibHOM AUCMepcUMu penonspusauunm
BO3HMKAIOT paHHWe nocTaenonspusauun (snektpu-
yeckmit cybcTpaT), KoTopble BbICTYNalT B KayecTBe
TPUITEPHON aKTUBHOCTU M3 CeTU [lypKUHbE U WHU-
ununpytoT passutue nonumopodHon XKT, ocobeHHo no
TMNy nupysT — torsades de pointes (TdP), asnatouiei-
ca oTnuunTensHoii yeptoin CYUQT [1, 10, 12].

Llenb paHHoi 0630pHOI cTaTbu — nofpobHoe 13-
NOXEeHWEe COBPEMEHHOW TeHeTUYECKOW apXuUTeKkTypsbl
BpoxxaeHHoro CYWQT, onnucaHne HOBbIX NOTeHUManb-
HbIX dpakTopoB pucka (OP) cTpatndukaumm, a Takxe
COBPEMEHHbIX TepaneBTUYECKUX CTpaTeruid, BKIOYas
reHoTUn-cneundrUyecknin NoaXo4 K BEAEHWUI nauu-
eHToB ¢ CYWNQT.

CoBpeMeHHasa reHeTUYeCKasa apxuTeKTypa
BpoxkaeHHoro CYUQT

BpoxgeHHbin CYWQT sBnsieTca nonmreHHbiM 3abonesa-
HUEM, 1 B HacTosILLee BPEMS MAEHTUOULMPOBAHbI 0KOSIO

17 renotunos CYMQT (o6o3Hauaembix kak LAT — long
QT) v 6onee 760 MyTaumii, YTo NPUBESO K NEPECMOTPY
knaccudukaummn CYUQT [3, 13]. Kak nssectHo, CYUQT
CBSi3aH C MyTaLusMKU B b6 reHax KanmeBblX KaHanoB
(KCNQ1, KCNH2, KCNET, KCNE2, KCNJ2, KCNJ5), 2 reHax
HaTpueBbix KaHanos (SCN5SA, SCN4B), 1 rexe kanbume-
Bbix kaHanos (CACNA1C] v 4 reHax cneunduyeckux
CBA3bIBAOLLMX U CTPOUTENbHBIX benkos (AKAPY, ANKS,
CAV3, SNTAT) [13, 14]. Takxxe BCe Yalle Npu3HaeTcs
BKNaJ y4acTBYOLMX B KIIeTOYHOM FrOMeocTase Kalb-
LMs reHoB, Takmx Kak kanbmoaynuH (CALM1, CALM2,
CALM3) v tpuaguu (TRDNJ, koTopbie Bbi3biBatOT 3/10-
KauyecTBeHHble BapuaHTel CYWQT [1, 3, 13].

HeobxogmMMo oTMeTUTb, YTO 6 FEHOB BOCMPUUMYM-
BocTn K CYWNQT, knaccndunumpoBaHbl Kak «onpepesieH-
Hble» unn gedunutusHbie (KCNQT, KCNH2, SCN5A,
CALM1, CALM2, CALM3), 1 ren — TRDN ¢ cunbHbIMK
pokasatensctBaMu n 1 reH — CACNA1C c ymepeHHbI-
MU fokasaTenbcTBamm [8]. MoaTomy cnegyet paccmo-
TPeTb BO3MOXHOCTb TeHeTUYecKoro TecTUPOBaHUS
3Twx reHoB y naumeHtoB ¢ CYMQT, y KoTopbIX KAWHM-
Yeckue MPOSIBIEHUS COOTBETCTBYIOT Crielnduyeckom
dbeHOoTMNMYecKon 3Kcrnpeccun. 3TU KpalHe pepkue,
naToreHHble WM BEPOATHO NaTOreHHble BapWaHThI,
KOTOpble CYLLECTBEHHO CHUXAlOT pe3epB penonsipu-
3auuMK, fexaT B OCHOBE MPOHUKAOLWMX MOHOFeHHbIX
BapuaHTOB BpoxaeHHoro CYMQT [13].

CornacHo pgaHHbIM ClinGen, 60MbLWWHCTBO UOEH-
TMdMLMpOBaHHbIX reHoB Bocnpunumymnsoctn kK CYUQT
(ANK2, KCNE1, KCNE2, KCNJ2, KCNJ5, SNTA1, AKAPS,
SCN4B, CAV3) nmeloT ocnapusaeMble Win OrpaHuyeH-
Hble foKa3aTenbcTBa [8], KoTopble He JONXKHbI PYTUH-
HO TeCTMPOBATbCA MPU OLLEHKe MaLWMeHTOB U CeMel
¢ CYMQT. 3Tn reHbl cBA3aHbl C NOTEHLMaNbHO Mpo-
apUTMUYECKMMUN «annensiMu GyHKLMOHANbHOMO puc-
Ka» 1 cnabo neHeTpaHTHbIMU GYHKLMOHANBbHBIMK Te-
HeTU4YecknuMmM BapuraHTamm BpoxaeHHoro CYMQT [13].

3a nocnefHue pABa [eCATUNETUS HAKOMAEHHbIN
KJIMHWUYECKWUIA ONbIT CO3AaN NPEeAnochiiku Aas nepe-
cMoTpa reHeTuyeckon apxutekTypsl CYMQT c¢ Bos-
MOXHbIM NOHWXXEHMEeM cTaTyca okono 40 % reHoB Boc-
npunmumsoct kK CYNQT. C yyeToM crHAPOManbHOMO
noaxopa bblna npepnoxeHa HoBas Knaccudukauus
CYWNQT, koTopasi BblgensieT caepylowme reHotun-de-
HOTMMNWUYeckue Koppenauum: 1] HecuHApOManbHble
BapuaHTel CYWMQT c kKaHOHMYeCKMMU uAnM «Maxop-
HbIMW» reHaMn HecuHApoManbHble BapuaHTel CYUQT
C “MUHOPHBIMU» FrEHaMW CUHLPOMAJibHble BapUaHTbI
CYWQT ¢ MynbTMCUCTEMHbIM nopaxeHuneM (B 5-10%
cnyqaes CYMQT). CuHgpomanbHble CYUQT (cuH-
LpOMbl aHkupuHa-B, AnpepceHa-TaBuna, TumoTu
n Oxepsenna-JlaHre-HunbceHa), npu koTopbIX BO3-
MOXHO yanuHeHue mHTepsana QT, cBsizaHbl c nato-
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reHHbIM BapvaHTOM B OJHOM W3 LOMOJHUTEbHbIX MU-
HOPHbIX reHoB Bocrnpuumumsocty K CYUQT [13, 15].

Hanbonee pacnpocTtpaHeHHblie 3 reHoTnna CYNQAT
BbI3bIBAOTCH MyTaUWUAMM B KAHOHUYECKUX FeHax —
KCNQ1, KCNH2 un SCN5A, koTopble obo3HauatoTcs
kak LQT1, LQT2 »n LQT3 cootBeTcTBeHHO (Tabn. 1).
Hdons aTux reHoB cocTaBnseT 85-95% Bcex reH-no-
3uTUBHbIX cnydaes CYMQT [1, 6, 16]. TeHotun LQT1
caMblli pacnpocTpaHeHHbI, BcTpedaeTcs B 35-50%
cnyyaeB Bcex BapumaHToB CYMQT n B 90% cnyyaes
obycnoBnmBaeT passuTMe cuHgpoMa [xepsena-
Nanre-Hunbcena [2, 17]. Tenotnn LQT2 BbigBNAeTCH
B 25-40%, n reHotmun LQT3 — B 5-10% cnyyaes.
OctanbHble reHoTunbl CYWMQT BcTpeyvatoTcd MeHee
yem B 1,5% cnyyaes [13].

OtBeTcTBeHHbIN 3a pas3sutve LQTT ren KCNQT
KoLMpYyeT a-CcybbefuHULY KanueBoro KaHana, pery-
NVpYIOLLEro MeAJIeHHbIN KanueBbl TOK 3aAep>KaHHO-
ro BeinpsMnenus (I, ). Mytauun ¢ notepeit ¢pyHkumum
B KCNQT BbI3bIBAOT yMeHblueHne |, cmocobcTsys
yONUHeHWo penonspusauum u uHtepsana QT, oco-

BeHHO BO BpeMs uandeckux ynpaxueruin [1, 2, 16].
en KCNH2, cBsizanHbin ¢ LAT2, koanpyeT a-cybb-
efMHULY NoTeHLMan-3aBMCUMOro KaamMeBoro kaHana
n onocpepayeT ObICTPbIN KanneBbl TOK 3a4epXXaHHOro
Boinpsimnenns (I, ) [4]. Mytauun rewa KCNH2 ¢ no-
Tepen OYHKUMM MNPUBOAAT K CHMXKeHUo Toka IKr
n c bonbluel BEPOATHOCTbIO CBA3aHbl C CEPAEYHbIMM
cobbiTnamMn. e SCNBSA, otBeTcTBeHHbIM 3a LQATS,
KOAMPYET NOTeHLMan-3aBUCUMbIA HAaTPMEBbLIN KaHan
(Na,1.5). Mytaumm SCNSA c ycuneHuem ¢yHKLWN
NMPUBOLAT K YBENMYEHWIO LEenonsapusylollero nosg-

Hero HaTpueBsoro Toka (I ) v yanuuenuio N[ [13].
HeobxognMMo 0TMeTWUTb, YTO reHeTuyeckne Bapu-
aHTbl MWHOPHBIX reHoB BocnpuuMymBocTn kK CYUQT,
MonynsiLMOHHasA YacToTa KOTOPbIX 3HAYUTENbHO Mpe-
BbllLaeT pacnpocTpaHeHHoCTb BpoxaeHHoro CYUQT
C KaHOHMYEeCKMMW reHamu, MOryT Bbl3biBaTb Mpo-
apuUTMUYeCKoe COCTOsIHME Ha doHe NpueMa nekapcTs,
yanvHsaowmnx QT, a3neKTPOAUTHBIX aHOManui, CTpyK-
TypHbIX 3aboneBaHnn cepaua n reHeTnyeckoro $poHa
¢ peduunToM penonspusauuoHHoro pesepsa [10,
Tabnuya 1

XapakTepucTuku reHoB Bocnpummumsoctu k CYUQT [13]

leH | Jlokyc | Benok | ekt MyTauum | Yacrora (%)
HecuHppomManbHblie CYUQT ¢ KAHOHUYECKUMU reHaMu
KCNQ1 (LQT1) 11p15.5 KV7.1 CHuxeHue |, 30-35
KCNH2 (LQT2) 7935-36 KV11.1 CHuxenne |, 25-30
SCN5A (LQT3) 3p21-p24 NaV1.5 YBenuuenue | 5-10
HecunpgpomanbHbie CYUQT ¢ MUHOPHBIMU reHaMu
AKAP9 7921-q22 Yotiao CHxenve |, <1
CACNA1C 12p13.3 CaV1.2 Ysennuenve |, ~1-2
CALM1 14932.11 Kanbemopynuu-1 ~1-2
CALMZ 2p213 Kanemoaynwt-2 [Caz*—saSB/BmecJ;l:;iH:sal?erBau,m] il
CALM3 19913.32 Kanbemopynun-3 <1
CAV3 3p25 KaBeonun-3 Yeennyenve |, <1
KCNE1 21922.1 MinK Chunxenwe |, <1
KCNE2 219221 MiRP1 CHuxenne |, <1
KCNJ5 11924.3 Kir3.4 Crnxenve |, , <1
SCN4B 11923.3 B4-cybbepmnHnua/ NaV1.5 Yeennyenve |, <1
SNTA1 20g11.2 al-cuHTpoduH Yeenuyenve | <1
Cepaeurbiii peHotnn curgpoma Tumotn (Il Turn)
CACNATC 12p13.3 | CaV1.2 | Ysenuuenme | -1

CunppomManbHble CYUQT ¢ MyNnbTUCUCTEMHBIM NOPaXKeEHUEM

CuHapowm [xepsenna-JlaHre-Hunscena (CAJIH)

KCNQ1 (COJIH 1) 11p15.5 KV7.1 CruxeHme |,

- OyeHb peako
KCNE1 (COJH 2) 21922.1-922 MinK CHuxeHue |,

CvHapoM AHkupuHa-B
ANKB 4q25-927 | AHkupuH-B | CHuxeHne AHknpuH-B | <1
CuHapom AHpepceHa-TaBuna
KCNJ2 17423 | Kir2.1 | Chuxenme |, | <1
Cungpom Tumoru (I Tun)
CACNA1C 12p13.33 | CaV1.2 | Yeenuuenve | | OueHb penko
CuHApoM TpuagmMHoBOro HokayTa

TRDN 6022.31 | TpuaguH | Yeenuuenve | | ~2




ISSN: 2311-1623 (Print)
ISSN: 2311-1631 (Online)
http://www.heart-vdj.com

MexayHapolHbI XXypHan cepaua v cocyanctbix 3abonesanuin. T. 12, N242, nioHb 2024

13]. 3TV BapmaHTbl NPUBOAAT K YyMEPEeHHOMY CHUXe-
HUIO pe3epBa penonsipusauumn cepaua, peako Bbi3bl-
BatoT obmopoku mnu BCC, obycnonenHbie CYUQT.
[Mo3TOMy 3TW BapuaHTbl MOTYT CIY>XXWTb OCHOBHbIMM
LpaiBepaMu Tak Ha3blBAaEMbIX OJIMFOreHHbIX BapuaH-
ToB BpoxgaeHHoro CYMNQT, ecnu npucyTcTByHOT B reHe-
TUYeCKMX POoHax, KOTopble cofepxaT apyrve cBs3aH-
Hole ¢ QT reHeTuyeckme MogMduKaTopbl, Takne Kak
obuine BapmaHTol 8 NOSTAP [11].

BoeneueHHoctb B CYWQT reHoB kanbMogynuHa
(CALM) n TpunagmuHa (TRDN) cBA3aHa C UX yyactTuem
B MexaHM3Max nepefayn KajbLMEBbLIX CUTHanNoB,
BKJIIOYASA perynaumio cepaedHblX MoHHbIX KaHanos [3,
13]. Tpn reHa CALM1-3, pacnonoxeHHble Ha pasHbIX
XpPOMOCOMax, KOAMPYIOT OAUH U TOT Xe besok Kasb-
MOZYNWH, U UX PefKUe reHeTUYeckne BapuaHTbl CBS-
3aHbl ¢ LQT14, LQT15 n LQT16. ®eHoTMnnueckumm
0CODEHHOCTAMU 3TUX BapWaHTOB SBNSETCH MaHU-
decTayms cMMNTOMOB B MJIafleHYeCTBE WM PaHHEM
LeTCTBe, NPOSBAABLUMXCSH C BbIPaXX€HHOW CUHYCOBOMN
Bpapukapaven unmn aTpMoBeHTPUKYNsipHol bnokagon,
yonuHeHneM untepsana QT, cynoporaMu 1 3aep>KKo
pa3sutusa. [eH TRDN kopgupyeT KanbUmeBble KaHaibl
L-tuna (6enok Tpuaguual, 6bin knaccuduumMposaH
Kak uMeloLwmi ybeauTenbHble AokasaTenbCcTBa Mpu-
YWMHHO-CNleACTBEHHON cBA3n aTtunuyHoro CYUQT —
CUHApOMa TPUALAMHOBOMO HoKayTa. ATUMUYHbIE 0OCO-
DeHHOCTM BKJIOYAOT ayTOCOMHO-PELLeCCUBHOE Ha-
cnefoBaHue, MaHudecTauuto B MNafeHYecTBe Un
paHHeM [eTcTBe W oTpuuaTenbHble 3ybubl T B npe-
KapaunanbHbix otBefeHnax K.

[okasaHo, YTO rOMO3UTOTHbIE MW CIIOXHbIE reTe-
po3uroTHble MyTaumm B reHax KCNQT (1 tun) n KCNET
(Il Trn), KoompytoLwmMx o- 1 B-cyBbeanHULIbI KanMeBoro
kaHana |, COOTBETCTBEHHO, CBA3aHbI C Pa3fiMyHbLIMK
TMnamu cuHgpoma [xepsenna-JlaHre-Hunbcena [2,
17]. Ons aToro cMHApOMa xapakTepHa [BYCTOPOHHSS
HenpoceHcopHas rayxota, yaanHeHue QTc obbiyHO
bonee 550 m/c un BosHukHoBeHue XT unu dubpun-
nauuu xenynoukos (MX] [15]. Cepaeyrblie npusHakm
yalle BCEro HacliefytoTcsl Mo ayTOCOMHO-AOMUHAHT-
HOMY TUNY, @ HEMPOCEHCOPHAs ryxoTa — Mo ayTOCOM-
Ho-peueccuBHoMy Tuny [13]. MokasaHo, YTo naToreH-
Hble BapuaHTbl B reHe KCNET npoTekatoT oTHOCUTENb-
HO [obpokayecTBeHHO, YeM NaTOreHHble BapUaHThI
B reHe KCNQT. Kpome Toro, akcnpeccusa reHa KCNQT
B HEPBHOWM TKaHW MOXET CNocobCTBOBaTb COYETAHMIO
cepAedyHon kaHanonatum ¢ anunencuei [16].

[TokaszaHo, 4YTo BapuaHTbl C MoTepen QYHKLMK
aHkupuHa-B, kommpyemoro ANKZ, accoummpyetcs
c cuHapoMoM AHkupuHa-B (no knaccuyeckoit knac-
cudukaummn LQT4), koTopbit mposBasieTca pasnvy-
HbIMW GEHOTMMaMK apuTMUIA, BO3HWUKAIOLLUX BCHeA-

CTBME HapyLleHUs KAeTOYHOro romMeocTtasa Kanbuus
[13]. Ten ANK2 umeeT upesBblYaiiHO HU3KYIO YacTOTy
MyTauuin n GyHKLMOHaNbHbIe MPU3HAKK, HexapakTep-
Hble ong CYWQT: ¢unbpunnauns npeacepani, nonHas
aTpuoBeHTpuKynapHas bnokaga nnv guchyHKUUS cu-
HYCOBOrO y3na.

BapuaHTtbl reHa KCNJ2 0bblyHO cBA3aHbl C CUH-
opomMoM AHpepceHa-TaBuna, KoOTOpbl XxapakTe-
pusyetca Tpuagon npusHakos: 1) mepuoguyeckuin
Kannn-4yBCTBUTENbHbBIN Mapanny KpaHwo-daumanb-
HbIi U CKeNeTHbIM AUCMOPPU3M  YONMHEHUE UHTEp-
Bana QT c BbicokuM puckoM nonumopdHoi XXT [15].
B 80-90% cnyyaeB BbIABNATCA MyTauuMuW B reHe
KCNJ2 (I tvn), koTopbin koampyeT benok Kir2.1 ka-
NNEBOro KaHana aHoManbHOro BbinpsMieHus [(Tok
l,), sBRALWWMACS BaXHbIM perynsTopoM MeMbpaH-
Horo noteHumana nokosi. B 10-20% cnyyaeB cnHppom
AHpepceHa-TaBuna cBs3aH ¢ MyTaumei B reHe KCNJ5
(Il Tvn), kogupytollen uyyBcTBUTENbHbIE K G-6Besky
kanveBble KaHanbl Kir3.4, KoTopble NepeHOCHAT TOK
lach, HeoOXomMMoO 0TMeTUTb, YTO NpW CUHAPOMAxX
AHkunpuHa-B u AHpepceHa-TaBuna yoJMHeHWe UHTep-
Bana QT He ABNSeTCS NOCTOSAHHLIM NPU3HAKOM cep-
peyHoro ¢eHoTMMa.

Mytaumn reHa CACNATC, kopupytoLero Kanblme-
BbIt KaHan L-tvna (CaV1.2), cBA3aHbl C CUHAPOMOM
TuMoTK, KOTOPBIN MMeeT ABa MOJIEKYyNAPHO-TeHeTH-
YeCkMX BapmaHTa: «knaccuueckuit» sapuadT (I Tun)
C MYNbTUCUCTEMHBIM GEHOTUMOM U «aTUMUYHbIN»
BapuaHT (Il TMn) — u3onmpoBaHHbIN cepaedHblin de-
Hotun [13, 15]. «Knaccuueckuit» BapuaHT (Mo knac-
cunueckoit knaccudukauyum LQT8) obycnosneH myta-
uunein B ak3oHe 8a reHa CACNATC v nonumopdunsmom
KIMHUYECKMUX NPOSIBAEHUN: NLeBble ANCMOPOU3MBI,
ayTU3M, CUHAAKTUNNS, BPOXKAEHHbIE MOPOKK cepaua,
MMMYyHOAEDUUNTHBIE COCTOSTHUS U PaHHUIA CEMEWHbIN
aHamHe3 BCC B Bo3pacTte po 30 net. Ha 3KT, kpome
BO3MOXHOMO yaauHeHus wuHTepsana QT, BbiABASOT
BbIPa>XEHHYI0 CMHycoBYl0 bpaaukapauto, Makpoasb-
TepHauwuto 3ybua T, HapyweHMe NPOBOANMOCTYH U Xe-
NYyLOYKOBbIE apuUTMUK, KOTOPble HEpPefKo SBASTCS
NeKapCTBEHHO-UHOYLMPOBAHHbIMU.

Crtpatudumkaumns pucka ceppeUHbIX

cobbiTH Npu BpoXxaeHHoM CYUQT

HecMoTpsi Ha cBO peaKocTb, BpoXxAeHHbIn CYNQT
aBnsieTcs ocHoBHoW npuunHon BCC y npakTnyeckn
30,0POBbLIX MOJTOALIX JIOAEN, YTO yKa3blBaeT Ha Bax-
HOCTb HafleXXHON CTPaTUPUKALLIMM PUCKA A5 CHUXKEHUS
6pemenn BCC [5, 18, 19]. leHeTnyeckoe TecTMpoBaHue
MOXET UaeHTUULMPOBaTbL MONTEKYNIAPHBIN cybcTpaT
W, TaknuM 0BpasoM, BbISBUTb FeHOTUN-CReUunduYHbIe
npoaputMuyeckme coctosHus [9, 10, 14]. OgHako puck
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apuTMUK y OTAeNbHbIX NaLMeHTOB 3aMeTHO Bapby-
pyeT faxe B CEMbSIX, HECYLLUX OAMH U TOT e Bapu-
aHT. 370 AenaeT cTpaTudmKaLMO MHAUBULYASbHOTO
pUCKa CJIOXHOM 3afayeit, 0cobeHHO Npu NokasaHusx
K aHTMapUTMUYECKOMY JIEYEHUIO UITK UMMSTaHTaL MK
KapauoBepTepa-gedubpunnartopa [20, 21].

PaspabotaHHaa cucTtema cTpatudukaumm pucka
cepieyHbIX COBbITUA Yy MNaUMeHTOB C BPOXAEHHbLIM
CYWNQT B Bo3pacTte go 40 neT BkAoyaeT Takne Map-
Kepbl, KaKk BenuynHa uHTepsana QTc B nokoe, mon
N oCHOBHble 3 reHoTuna 3abonesaHua — LQT1T, LQT2
n LQT3 (tabn. 2] [16, 18, 21]. Ha ocHoBaHWMM 3TUX Map-
KepoB BblAeNneHbl 3 CTENEHW pucka UK rpynnbl Nauu-
eHTOB: HU3KMI puck (<30 %), cpegrui puck (30-40 %)
v Bbicokui puck (>50 %).

Taknum obpasoM, wucxogHoe 3HadeHue QTc >
500 M/c B Mokoe cyUTaeTca OnpefAeneHHo HeHopMalb-
HbIM, ecnau oHo HabniopjaeTca npu otcytcTBun OP,
yonuHsiowmx QT, n 9BnseTcs He3aBUCUMbIM MpPeanK-
TOPOM CepAeyHbIX COBbITUMA, a TakXKe CIYXWUT peko-
MeHJaumeit knacca | pna npoBefeHNs reHeTUYeCKoro
TecTupoBanua Ha CYWQT [21]. CnepyeT oTMeTuTb,
UTO MHOTFOYMCIIEHHbIE MPOCMEKTUBHbIE WUCCNEefoBa-
HWSA NoKasanu BbICOKYIO NpefcKa3aTesbHy LEHHOCTb
cTpaTudukaumm nporHosa y nauymentos ¢ CYUQT [1,
22, 23].

Tabnuya 2
CTpaTudmKaums pucka y NnauMeHToB C BPOXKAEHHbIM
CYUQT [14]
K cvepnequblx QTc B nokoe leHoTun Mon
cobbiTui K 40 ropam
LaT1 MyX/eH
Beicokuii (>50 %) 2 500 M/c LQT2 MyX/XeH
LQT3 MYX
LAT2 XeH
500 LQT3
Cpenwuit (30-49 %) <S00m/e e
LQT3 MY>K
2 500 m/c LQT3 XeH
LQT2 MY>K
H (<30 % 500
waiwid (<30%) ‘ wle LQT1 MYX/KeH

Onpepenexne reHotuna CYWUQT, Hapagy ¢ gnuTenb-
HocTblo uHTepBana QT aBnseTtcs onpegenstowum OP
BCC [21, 24]. Xenwwmnbl ¢ LQT2 n MyxunHbl ¢ LQT3,
nmerowme nitepsan QTc >500 M/c, nonapatoT B KaTe-
roputo bonee Bbicokoro pucka BCC HesaBucumo ot
apyrux OP [12, 15]. Kpome TOro, >KeHLMHbI C TUMOM
LQT2 nopsepratoTcs HambonblueMy pucky cepped-
HblX cobblTMI B nepunapTajbHOM Mepuoge, O0cCo-
BeHHO B nepBble 9 MecsLEeB Nocie pofopa3peLleHuns
[25]. BbifiBNieHO, YTO Havasno apUTMUMYECKMX COBbLITMIA
B LeTCTBE SB/SAETCS BaXKHbIM NMPefUKTOPOM MX NMOBTO-
peHua B nocneayouwem [5, 18]. OgHako y nuu, ¢ mono-
XUTENbHbIM TEHOTUMOM CceMelHbIi aHamHe3 BCC

POACTBEHHMKa NEpPBON CTeneHW He CBA3aH C MoBbI-
weHHbIM puckom BCC npu CYUQT [19].

B nocnepHuve rofbl npeanaratoTcs HoBble MapKepbl
ans crpatudukaumm nporHosa npu CYWQT, nosBo-
nawowme audpdepeHUMpoBaTb OTAeNbHble Tpynnbl
pucka cpenm naymerTtoB ¢ CYWQT. Kpome Toro, HoBble
puck-cTpatuéumkatopsl CYVMQT npogemMoHcTprpoBanm
BbICOKYK NpefCcKa3aTesibHYl0 LEHHOCTb B NMPOrHoO3u-
POBaHUMN CepAeYHblX CODbITUIA, NPEeBOCXOASALLYI0 WH-
Tepsan QTc B nokoe [26-28]. B yacTHoCTH, NMokasaHo,
yto WHTepBan Tpeak-Tend saBnseTca WMHOMKATOPOM
npoapuTMmM4yeckoro noTeHumana cepgua, obycros-
NEHHOro TPaHCMypaNibHOW W JIOKaNbHON Aucnepcuen
penonapusaunn y naumentos ¢ CYWQT [27]. Takxe
yCTaHoB/EHO, YTo aucnepcua nHtepsana QT (QTd) —
BapuabenbHocTb HTepBana QT Mexay oTBeLEeHUSIMU
ctaHgapTtHoro 3KIM — oTpaXaeT HEOQHOPOAHOCTb pe-
nonspusaLmm XXenynoukoB U, CNefoBaTeNbHO, MOXeT
CNYXWUTb MapKepoM 3MeKTpUYeckon HecTabunbHoCTU
cepaua [29].

OueHka pesepBa penonspusaumm npu dbmsmnyeckon
Harpy3ke NpencTaBAseT NpakTUYeckUin NHTepec, XoTs
reHoTUn-cneunduyHble NMpoapuTMMYECcKue TpUrrepsl,
B YacTHOCTM peakuus nHTepsana QTc, He BKJIOYEHDI
B CxeMbl cTpaTudumkaummn pucka nauymertos ¢ CYNQT.
3To ocobeHHO BaXkHO, ec/iM y4yecTb, YTO MPUMEPHO
40% nauuneHTOB C reHeTUMYecKU MOATBEPXKAEHHBLIM
CYWNQT nmMetoT HopManbHbi nHTepean QTc B cocTos-
Hum nokosi. N3BecTHo, yto npu LQT1T nHTepsan QTc
BO BpeMs GM3MYECKOW Harpysku yanuusetcs (Hapy-
lweHuWe aganTauun nHtepsana QT Ha YCC), npm LQT2
ykopaumBaetcs, a npu LAT3 ykopaunBaeTcs 3Haum-
TenbHo [2, 16].

Takke nokasaHo, yto npu CYWUQT reTeporeHHo
YOJMHEHHas penonspusauuns xenyno4ukoB U HapyLle-
HWS PernoHanbHON penonsipM3auun NPUBOAAT K U3-
MEHEHWSM MexaHWyeckon GyHKLUN MuoKapaa, u TeM
CcaMbiM CO3[aloT 3NeKTpoMexaHuyeckun cybeTpar,
CnocobHbIN BbI3BaTb MaTONOrMyecky Bo3DyaMMOCTb
MUokapaa M MexaHusMm re-entry [26, 28]. B cessu
C 3TUM Bbln NpeasoXkeH HOBbLIA KPUTEPUIA 3N1EKTPO-
MeXaHW4yeckoW AMCnepcum — rnokasaTeslb «3NeKTpo-
MexaHW4yeckoe OKHO», OnpegensieMoe C MOMOLLbIO
TKaHeBoOW fonnneporpadun ceppua.

BaXxHO 0TMETUTb, YTO 3TU NOTeHUMaNbHble Mapke-
pbl pUCKa CepaeYHbIX COBbITUIA MPOAEMOHCTPUPOBANM
TECHYyl0 KOppensiuuio ¢ pesynbtatamu Tepanuu beta-
aapeHobnokatopamu (BAB) 1 cumnatnyeckoi geHep-
BaLMMW cepiua, a Takke UMenn reHoTUnuYeckne pas-
NNYUS pUcKa 1 No3Bonsnn anddepeHuUnpoBaTtb CUM-
NTOMHbIX U BeccMMNTOMHbIX NauneHTos ¢ CYWQT [27].

Kpome Toro, npasunbHas puarHoctuka CYUQT
y NauMeHTOB C HopMasbHbIM MHTepBanoM QTc B no-
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Koe, HO reHeTuyeckun nogreepxaeHHeiM CYUQT, nme-
eT BaXKHOe 3HayeHwue gna ctpatudukaumm pucka. Tak,
B NocfefHee BPeMs UCMNOMb30BaHWe NCKYCCTBEHHOMO
WHTennekTa ANs WHTepnpeTauumn ctaHpapTHon 3K
MO3BOMSET BbIABAATL MALMEHTOB C 3JIEKTPOKapauo-
rpadpuyeckm ckpbiTeiM CYMNQT, n obecneynBaet noutu
80% TouHylo MpefTecToBYlO OLEeHKY reHotuna CYMQT
C HopMasbHbIM MHTepBanoM QTc B nokoe [30].

Ponb reHeTHn4yeckoro puUcKa B nporHose
cepaeyHbix cobbiTui npu CYUQAT

YuuTtbiBas 1o, 4To CYMNQT aBnaetca Hanbonee pac-
npocTpaHeHHOW KaHanonaTtuen, npu kotopon BCC
Hepenko MoxeT bbiTb NepBbIM NposiBieHMeM bonesHu,
KIIMHUYECKOE 3HaYeHWe aeHTUdUKALLMN FeHETUYECKOTO
Tuna senuko [12, 18, 21].

BnusiHue reHoTvna, nona u Bo3pacTa Ha MPOrHo3
CYWQT bbino nogpobHo onucaHo MccnenoBaTebCkom
rpynnon MexpayHapogHoro peectpa CYMQT y nauwm-
eHToB C BapuaHTamu LQT1-3 [16]. JleTanbHocTb oT
cepaeUHbIX cobbiTnin Bbina camom BbICOKOW Y MY>KUUH
nxeHWwmH ¢ LAT3 (19% u 18 % cooTBeTcTBEHHO), Aa-
neey mMyxuuH ¢ Tunamu LQT1 n LQT2 (5% v 6 % cooT-
BETCTBEHHO), 1 HakoHeL, y >keHwuH (no 2% ana oboux
Tvnos). KpoMe Toro, y mopaKeHHbIX My>XXYUH BbisiBIIE-
Ha MoBbILLIEHHAs YacToTa cepheyHbIx cobblTUI B feT-
CTBe, OHAKO B MOLPOCTKOBOM W paHHeM B3POCSIOM
BO3pacTe TEHAEHLUWS MeHsSeTcs Ha NpPOTMBOMOJIOXK-
Hyto [12]. MokasaHo, 4To B AeTCTBE PUCK CEPAEYHbIX
cobbITUI 3HaYMUTENBbHO Bbilwe Y Myx4uH ¢ LQT1, yem
y xkeHwwmnH ¢ LQT1 (oTHoweHme waHcos — 1,72, Torna
Kak He OblI0 3HAUYUTENbHbIX FeHLEPHbIX Pa3Nnyuii
cpeau naumenToB ¢ LQT2 n LAQT3. B 3penom Bo3pacTe
XeHwwmHbl ¢ LAT1 1 LAT2 nmenun bonee BbICOKMA puck
CEepAeYHbIX cobbITUI, YeM MyX4uHbl. bonee paHHsaA
MaHudecTauma cumnTomoB Bbina cBs3aHa c bonee
TaxenslM ucxogom CYNQT.

Goldenberg I. u coasr. [25] Ha ocHoBe pa3paboTaH-
HOW MNPOrHOCTMYECKOW MOAENN MNPOBOAMSIN  OLLEHKY
WHOMBWOYaANbHOrO puUcka cepaedHbix cobbitum y 767
XeHwmH ¢ Tunamm LQT1 n LQT2 B Bo3pacTe oT 15 go
60 net. Mopenb MpOrHO3MpoBaHWs pucka BK/4Yana
cnefylolye NnepeMeHHble: No3nLusa reHoT1na/mMyTauum,
cneundumyHble noporu QTc, uctopuio obMopokoB u Te-
panuio BAB. MokasaHo, 4to nporHo3upyemas 10-neT-
HSASt YacToTa cepheyHblx cobbiTuin coctaBnsna 2% npu
HM3KOM pucke, 5% npu cpegHeM pucke n 14% npwm
BbICOKOM pucke. ABTOpbI CYMTalOT, YTo paspaboTaHHas
Mogenb oueHka nporHosa npu CYWQT moxeT nmomoub
B YNYYLIEHUWM CTpaTUOMKaLMU pUCKa MO TeHLEpPHOMY
NPU3HaKY U NPUHATUM TEPANEBTUYECKMUX PELLUEHUN.

[MokaszaHo, uto HocuTenu MmyTaumn CYUQT wumetot
MOBbILIEHHbIA PUCK CepheydHblX cobbiTUi paxe npu

oTcyTcTBMM yanuHennsa QTc. lNpwn aToM neHeTpaHT-
HOCTb MyTauMW y naumeHToB C HopManbHbiM QTc
MOXeT oTpaxkaTbCi B aHoMmanbHoW dopMme 3ybua T
[16, 19]. Cortez D. u coasrt. [31] BbIBMNM Npeacka-
3aTeslbHYl0 LIeHHOCTb TPeXMepHoro BekTopa 3ybua T
KaK KOJMYECTBEHHbIA MoOKa3aTenb penonspusalmm
y HocuTtenein myTtaumm KCNH2 (LQT2) ¢ HopManbHbIM
QTc, noaBepXeHHbIX BbICOKOMY PWUCKY CepheYHbIX
cobbITnn,

Kpome Toro, BbisiBEHA MPOTrHOCTUYECKAs 3HAYM-
MOCTb OLLeHKM BNusHMA Tepanuun BAB Ha yacToTy cep-
JleYHbIX coDbITUI B 3aBMCUMOCTM oT reHoTuna CYNQT
[32]. Tak, y naumeHToB B Bo3pacTe Ao 40 et yactoTa
cepheyHbix cobbiTuin npu Tepanun BAB bbina 3Haum-
TeNbHO Bbile npu Trnax LAT2 (46 %) n LAT3 (42 %),
ueM y nauuerTos ¢ TunomM LQT1 (30 %) [12]. MokazaHo,
4TO apuTMmMyeckue cobbiTna npu LAT3 c bonblien Be-
POSITHOCTbIO ByAyT NeTanbHbIMW.

MyTaumun, KoTopble NPUBOAST K 3aMeHe aMWHO-
KMCNOT B onpefeneHHbIXx 06nacTax MOHHOro KaHana,
TaKkxe nosbiwatoT puck aputmum [12, 23]. Hanpumep,
npu Tune LQT1 MyTauum B umMTOMNa3MaTUYeCKMX
netnax 6benka KCNQT wnn mytaumm c addekramm
LOMWHAHTHO-0TPMLATENbHOTO MOHHOIO TOKa CBsi3a-
Hbl C XYALWWM MPOrHO30M, 0CODEHHO MO CpaBHEHWIO
€ MyTaumsiMu, 3aTparusatommmu C-koHueBble obna-
cTn benka. Takxke M3BECTHO, YTO OAHOHYKNEOTULHbIE
nonumopdumambl B NOSTAP n KCNQT accoummpytoTcs
C MOBBILIEHHBIM PUCKOM CepAeyYHbIX CcobbITUI Yy na-
unentoB ¢ CYWQT, n nostoMmy MOryT npuMMeHATbCS
B cTpaTudmMKaumum KnmHuyeckoro pucka [12, 18].

TepaneBTuquKaﬂ TaKTUKa
npu BpoxxaeHHoM CYUQT
Mpun BbIbope TakTMkK BepeHMsa naumeHTos ¢ CYUQT
HeobXoAMMO yUYnTbIBaTb, YTO cneundurnyeckmmMm npo-
aBneHnaMu bonesHn aenstotca obmopok n BCC, BbI3bI-
BaeMble nonumopdHon XXT nnn ®X, n nposouunpye-
Mbl€ 4aCTO OCTPOWN afpeHeprnyeckon akTuBaLmen.
MNauuneHTam ¢ gnarHosom CYNQT pekomeHayeTcs ns-
MeHeHne obpasa XN3HN 1M BO3aepXKaTbCa OT Npuema
nekapcTs, yanuHsaowmx nHtepsan QT (knacc |; ypoBeHb
nokasaHHocTu B) [21, 33]. BaxkHO 0TMETUTB, UTO BbIGOP
TaKTUKW Tepanuu SOMKeH onpeLensiTecs GeHoTUNOM, HO
3HaHue reHoTuna CYMQT MoxeT NoMoYb B Ha3HaYeHUK
reHoTun-cneumdundeckon Tepanun [1, 14].
leHoTun-cneynpudeckas ¢apmakorepanus CYUQT.
B HacTosilee BpeMs OCHOBHbIMW MpenapaTamMu fe-
yeHna CYMQT octatotca BAB, ocobenHo Haponon
n nponpaxonon [32, 34, 35]. CornacHo KAMHUYECKUM
pekoMeHpauunsaM, HasHadeHne BAB nokasaHo nauu-
eHTam ¢ amarHosom LQT1 m LQTD, ycTtaHoBREHHbIM
C NMOMOLLbI0 reHeTuYeckoro TecTuposanmus (knacc lla;
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ypoOBEHb fJoKasaHHOCTU B). B oTHOWEHWMM nauuneHToB
c LQT3 ponroe BpeMs fOMMHMPOBaNo MHeHue 06 oT-
cyTcTBUM 3ddeKTa UAM HanuymMe NPOTUBONOKa3aHWUM
k BAB [32]. OgHako B 6osiee No3gHUX UcCliefoBaHN-
fX nokasaHo, yto BAB 3HauMTenbHO CHWMXAKT pUck
cepfeyHbix cobbiTuit y nauneHTtoB ¢ LQT3, ocobeHHo
y xeHWwwH [25].

C no3uumin reHoTun-cneundmnYeckoro JevyeHus
CYWQT He Bce BAB 3kBuBaneHTHbl [35]. YeTbipe uns-
yyeHHbix BAB — Haponon, Metonponon, nponpaHo-
non, bvconponon nokasanu oguHakoByl apdeKkTUB-
HOCTb B MpPefoTBPaLLEHUN apUTMUYECKUX CODbITUI
npu LQT1, Ho npm LQT2 Haponon okasancs eauH-
cTBeHHbIM BAB, KoTopbli BbI3biBaeT 3HaYUTENbHOE
CHWXeHWe pucka. bepeMeHHbIM XeHWMHaM ¢ auna-
rHozom CYWQT Takxe pekomeHpyeTcs Haponon, no-
CKONbKY OH siBnsietcs Haubonee addekTnBHbiM BAB
npu CYWQT u nepeHocutcsa xopouo [25].

[dononHutenbHOM Tepanuewn, KoTopylo chemyet
paccmaTpuBaTte npu LQT2 wn LQT6, asnaetcs pau-
TeNbHbIN NpueM nobaBok Kanua u/unm cnmpoHonak-
ToHa (knacc lla; ypoBeHb mokasaHHocTM B), a Takxe
pekoMeHaytTcs BnokaTopbl KanbLMeBbIX KaHasoB
(knacc Ilb; ypoBeHb fokazaHHOCTM B). YuutbiBas, uto
LQT3 BbI3BaH M3bbITKOM BXOAALLENO HAaTPMEBOMO TOKA
INa, bbin pekoMeHOoBaH MekcuneTuH, obnagaoLwmi
aHTWapuTMuuyeckuM genctsueMm (knacc lla; yposeHb
nokasaHHoctn B) [21, 36]. Kpome Toro, MekcunetuH
3HauuTenbHo cokpawan uHtepsan QTc y % nauuneH-
ToB ¢ LQT2, onocpefoBaHHbIM KanMeBbIMU KaHanamm
[37]. Mpenapat a¢pdekTMBEH Kak NMpy MOHOTEpanuu,
Tak 1 B kKoMbuHauwmu ¢ BAB [37].

lokasaHo, YTo AANTENIbHOE JIeHEHNE aMUOLAPOHOM
Bbi3blBaeT yasvHeHue uHTepsana QT, Ho oyeHb pea-
ko Bo3HukaeT TdP [1, 21]. 3To obbsicHseTCcs TeM, 4To
aMuoLapoH paBHOMEPHO 3aMefnsieT penonspusaLmio
BO BCEX CNIOSIX CTEHKM CepALa, U MO3TOMY He Bbl3blBa-
eT yCuiieHne TpaHCMypanbHOW ANCIEPCUM pPenonisapu-
3auuun, aenawoleica cybetpatom TdP [1, 4, 91. Kpome
TOro, HU3KWMA puck passutusa TdP npn npueme ammo-
[apoHa CBSA3aH C LONOoJHUTENbHbIM 3¢ deKToM npena-
pata nopasnsitb | KOTOPbIA CHUXaeT apUTMOreH-
HbI MOTeHLUMaN.

TakxKe nMokasaHo, YTO AN JleHeHUs XKEeNYA0YKOBbIX
apuTMui y naumeHToB ¢ LQT3 ycnewHo npuMeHsieTcs
paHonasuH. lNpenapat bnokMpyeT Mo3gHUI HaTpue-
BbIii 1 BbICTphIi kanueBsbli Toku (I, 1, ), n noatomy
obnapaet addekTaMu aHTMAPUTMUYECKMUX Mpenapa-
ToB IC u lll knaccos [38]. Mpu gnutensHoi Tepanuu
paHoNa3MHOM CcTeneHb YyAaAuvHeHus uHTepsBana QT
orpaHumyeHa, 4to obbsicHseTcs addekToM npena-
pata bnokuposatb Tok | . KpoMe Toro, paHonasuH,
Kak u dnekavHup npegoTepawaet Tpurrepsl TdP,

Nal’

M NO3TOMY MOXET MPUMeHATbCA Y naumeHToB ¢ LQT3,
ocobeHHo korpa dnekaumHug npoTusonokasaH [37].
Mpu cuHppome AHpepceHa-TaBuna pekoMeHAyTCH
BrokaTopbl KanbLueBbix kaHanos (esepanamun) u 6bi-
CTPbIX HaTpUeBbIX KaHanoB (prekanHna) ona KoHTpo-
NS XKenynoukoBbix aputMuii [21, 33].

HedapmMakonornyeckme MeTopbl ie4eHUs
CYUQT
Umnnantaunsa kapanoseprepa-gepubpunnaropa (MK/L)
B HbIHELLHIO 310Xy ABMSETCS HEOTbEMIIEMOM YacCTbio
TepanesTuyeckoro apceHana CYWQT [33, 39, 40]. 370
obbsicHseTCcs TeM, YTo Hepefko HabnogaeTca nosTope-
HWe 3NW30[0B BHE3aMHON 0CTAHOBKM CepALa, HeCMOTpS
Ha ONTMMaJIbHYI0 MEAMKAMEHTO3HYO Tepanuto. [ToaToMy
ncnonb3oBarue K[ c uenbio nepemuyHon npodpunak-
Tk BBC npumeHenune VK[ pekoMeHayeTca naymeH-
TaM ¢ guarHosom LQT3, ycTaHOBNEHHbBIM C MOMOLbIO
MOJNIEKYNSIPHO-TEHETUYECKOr0 NCCEA0BaHMS, a TakxKe
ans sTropuyHoun npodunaktukn BCC — nauymneHTtam
¢ gmnarHosom CYMQT: LQT1, LQT2, LQT5 n LQTé (knacc |,
ypoBeHb fokasaHHocTn B). MK Takxe nokasaH naum-
eHTaM C knuHuyecknM gruardoszom CYUQT npu Hanuumm
ocHoBHbIX ®P BCC Ha ¢oHe npuema BAB (knacc lla,
ypoBeHb fokaszaHHocTu B). K[ MoxeT pekomeHpo-
BaTbCH NauuneHTam ¢ peuungusupytowein XT nam BCC,
Yy KOTOpPbIX MMetoTCs NpoTuBonokasaHua K BAB [21, 34].
BoisiBneHbl HesaBucuMble OP, koTopble TecHO Kop-
pennpoBanuM C MOTMBMPOBaHHbIMKU paspsagamu MK
Ha ¢oHe apeksaTHoW Tepanuu BAB [39, 40]: npea-
WeCcTBYytOLAs BHe3anHas OCTaHOBKa ceppua; ASWH-
Hbii (>500 M/c) mnu odeHb anMHHBIN uHTepean QTc
(>550 M/c); rerotvn LQT2 1M MHOXeCTBEeHHble MyTa-
umm, accoummposaHHble ¢ CYUQT (B ocHoBHOM Mmaum-
eHTbl ¢ cuHapomoM [xepeenna-Jlanre-Hunbcexa).
Vmnnantaumna  anektpokapanoctumynsTopa  [3KC)
ocTaeTcs ogHUM 13 3QPeKTUBHbIX MeToL0B Mpodu-
naktukmn XT y nauymentos ¢ CYNQT, ocobeHHo nme-
OWMX «nay3-3aBucuMble» aputmmum [2, 18]. TMoka-
3aHuamun gns IKC asnstTca: oTcytcTBune 3ddekTa
BAB unu nx HenepeHocUMOCTb; HasiMYmMe CNOHTAHHOM
aTPUOBEHTPUKYNSAPHON UM CMHOATpUanbHON brokag;
«pBaHbl puUTM» npu Gubpunnaunm npeacepanin [1,
2, 16]. Ons ontumusauuu sddextneHoct IKC Heob-
xoauMo cobniofeHne TpeboBaHWI K MporpamMmupo-
BaHWIO NapaMeTpoB anekTpocTuMynauuu: 1) yctaHo-
BWTb A0CTATOYHO BbICOKMIM HUXHE-YaCTOTHbIN npe-
nen anektpoctumynaumm  anropmtmel IKC, koTopble
no3sonsioT 3amMefnuTb YCC Huxke HMXKHe-4acToTHOroO
npegesna wiv MoryT Bbi3BaTb naysbl (GyHKuus rucTe-
pe3ncal, BomKHbI BbiTb BLIKMOYEHO WCMOMb30BaTh
aNnropmuTM «CriaaXxkmBaHWs 4acToTbl pUTMa» ANs Npes-
oTBpalleHus naysa-3asucumon TdP.
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MonoxuteneHble apdekTol IKC MoryT bbITh CBS-
3aHbl C ykopoyeHueM uHTepBana QTc U ycTpaHeHu-
eM Tpurrepa TdP, 3aBucsilero ot cepfe4yHon naysbl.
HeobxopumMo OTMETWUTb, UYTO OTHOCMTENbHO YacTblM
HaBA3AHHLIA PUTM [J1F COCTOSIHWUSA MOKOS W/Wan oT-
CYTCTBME nay3 nocie sKkcTpacucTon (6es3 ¢yHKuuu
ructepesnca IKC) nossonsier npegotspatuts TdP.
Mmnnantauma 3KC B couetanum ¢ BAB, BeposiTHO, 9B-
nsetca apPekTMBHLIM MeToLOM Y NauneHToB ¢ CYUQT
3a cueT npefoTepalleHus snusopos TdP  u/unu
yMeHblueHus addekTa bpagmkapanu, BoizBaHHon BAB
[34]. UKL, ¢ nHTerpupoBaHHoi GyHKLMeR aHTUOpasm-
KapAMYeckon 31eKTPOCTUMYNSALMMN, MOXET MPUHECTM
Bonblue nonb3bl, Npenynpexpas bpanvkapLvs-3aBu-
cumyto TdP u/wam kynnpys anuzog XT/®X [39, 40].

Cumnatnyeckas geHepsauwsa cepaua [(CAC) 6bina
npenfioxxeHa B kayecTBe 3¢ddeKTMBHOW Tepanuu
CYMNQT B pononHeHWe K aHTMapUTMUYECKUM Cpef-
cteam n K[ [21, 39]. MokasaHo, 4To yoaneHue neso-
ro 3Be344aTOro raHrans ycTpaHseT acCUMMETPUYHYIO
CUMNATUYECKYD MHHEpBaLMIO cepala, sBASOLLYCS
apuUTMOreHHbIM GakToOpoM, NMPUBOAUT K YKOPOYEHMUIO
nHtepeana QT v cHuxeruio pucka BCC [20]. B cospe-
MEHHbIX KIIMHUYECKUX pPeKOMeHAaLMsX UCNonb3oBa-
Hue neBocTtopoHHen CLC paccmaTpmBaeTcs y naum-
eHToB ¢ amarHosom CYMQT, mMewwmMx OCHOBHble
®P BCC, HecMmoTpa Ha npuem BAB (pekomenpgauus
knacca lla, yposeHb gokasaHHoctu B) [21]. MokazaHo,
YTO BbIMOJIHEHME MONHON (XMpyprudyeckoe ypaneHue
raHravMin) v OBYCTOPOHHEN CUMMAT3KTOMUWU MO Cpas-
HEHWIO C BWLEO-TOPAKOCKOMUYECKOW METOLOM CUM-
naTakToMUW (4acTUYHOM) 3HauMTeNbHO cokpaliaeT
nHTepsan QTc M yMeHbLIAeT YacToTy CepheYHbIX CO-
6bITUi y naunenTos ¢ CYUQT [11].

Dusi V. n coasr. [41], y 125 naumeHTtos ¢ CYWQT,
B TOM uucne wumeBwux WKL, BbIABUAM CHUXKe-
HWe CpefHEerofo0BON 4acTOTbl CepAeYHbIX CObbITUI
Ha 86 % (p<0,0001) nocne CAC. MaumeHtsl ¢ QTc >
500 m/c umenu 50% waHc ykopouenus QTc B cpeg-
HeM Ha 60 m/c. Mpu nepeuyHoin npodunaktuke BCC
npouegypa CHC okasanacb 3addexktnBHon B 97%
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