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Pesiome

HecMoTps Ha LOCTMXKEHMS MEAWLMHbI B AMATHOCTUKE U NIEYEHMU, CEPAEYHO-COCYANCTbIE 3a60N1€BaHMS MPOAOMKAIOT 3aHNMaTb
nMampyloLwme no3mumum B rmobanbHOM CTaTUCTUKE CMEPTHOCTU. BHe3anHas cepaeyHas cMepTb, ABASSCb KpanHUM 1 HEOBPaTUMbIM
MCXOA0M OCTaHOBKM cepaLa, Habntoaaetca B 50% cnyyaes, 4To HepeaKo CTaHOBMTCS NEPBON BHE3AMHO BbIABNEHHOW NaToNOrMeN.
CuHApoM yasimHeHHoro nHTepeana QT — BapuaHT anekTpuyeckon 6onesHun cepaua, Kotopas SBAsSeTcs CNefcTBUEM Kak BPOXKAEH-
HOrO, Tak M NPUOBPETEHHOIO HapyLWeHNUS QYHKLAW U/MAK PErynsaLimM MOHHbBIX KaHAN0B KapAMOMMUOLIMTOB, YTO COMPOBOXAAETCA
HapyLWweHneM NpoLLEeCccoB AENONApM3aLIMM M PENONSAPU3aLIMM MUOKAPAA XEeNya04KOB M XapaktepusyeTca yanuHeHvem QT u aHo-
Manuamu T Ha aneKTpoKapAnorpamMMe, KNMHUYECKU CONMPOBOXAAETCH CUHKOMA/bHbIM COCTOSIHUEM, ABYHAMNPABIEHHON BEpeTEHO-
00pa3HoM XenyaouKoBOWM TaxmMKapamen no Tmny «nupyaT» (torsade de pointes), accoummpyeTcs C BbICOKUM PUCKOM BHE3amNHOM
CepAeYHoN CMEPTU UK CUHAPOMOM BHE3aMHOM apuTMMUYECKON cMepTU. JOHEKTUBHOE BefeHNE TakMX NaLMEHTOB TpebyeT MHAM-
BMAOYyanbHOroO MOAX0A4a: TWaTenbHoe obcneaoBaHue, pacyeT ckoppektTnposaHHoro QT, onpeaeneHne TMNONOrMmM (HaCNeaCTBEHHbIN
unu NprobpeTeHHbIN CUHAPOM), OLLEHKA PUCKOB MO LWKane Tucaenna v nonbop onTMManbHOW Tepanuu. JleyeHne [LOMKHO ObiTb
KOMM/EKCHbIM 1 BK/IOYaTb MeAMKaMeHTo3Hble (B-afpeH0610KaTopbl, KOPPEKLMS INEKTPOAUTHOrO HanaHca) U Xupypruyeckme
MeToAbl (yCTaHOBKa MMMIAHTUPYEMOTO KapAWoBepTep-AednbpunnatTopa v rpynHas 1eBOCTOPOHHAS CMMNATUYECKas AeHEepPBaLIMa
cepiua), a Takxke Koppekumio 06pasa XM3HU (MCKIYUTL NPUEM MeAMKAMEHTOB, CMOCOBCTBYIOWMX YaNMHEHUIO MHTepBana QT;
nsberatb cneumdbuyeckmnx TpPUIrepoB apuTMUK — aKTMBHOE MIaBaHWe, BO3AENCTBUE FPOMKMX 3BYKOB) U PErynsipHble KOHCYAbTAL MK
y kapavonora. CBoeBpeMeHHas AMarHoCTMKa M KOMMAEKCHbI NOAXOA, — 3a10r yCnelwHoW Npo@uUAakTMKM BHE3aMHOM cepaeYHOM
CMEepTH Y NALMEHTOB C CUHAPOMOM YANMHEHHOro uHTepsana OT.

KnioueBbie cnoBa: CYMQT, cMHAPOMOM BHE3AMHOM apUTMUYECKOW CMepTH, KoppurnpoBaHHbli QT, nHtepsan QT, torsade de
pointes, nekapCcTBeHHO-MHAYLMPOBaHHbI CYNQT
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Abstract

Despite medical advances in diagnosis and treatment, cardiovascular disease remains the leading cause of death worldwide.
Sudden cardiac death, an extreme and irreversible outcome of cardiac arrest, is observed in 50% of cases and is often the first
suddenly detected pathology. Long QT syndrome is a variant of electrical heart disease resulting from both congenital and
acquired dysfunction and/or regulation of cardiomyocyte ion channels, accompanied by impaired depolarization and repolariza-
tion of the ventricular myocardium and characterized by QT prolongation and T abnormalities on the electrocardiogram, clini-
cally accompanied by syncope, bidirectional spindle ventricular tachycardia of the “pirouette” type (torsade de pointes), associ-
ated with a high risk of sudden cardiac death or sudden arrhythmic death syndrome. Effective management of these patients
requires an individualized approach: careful examination, calculation of corrected QT, determination of typology (hereditary or
acquired syndrome), risk assessment using the Tisdale scale, and selection of optimal therapy. Treatment should be compre-
hensive and include pharmacological (beta-adrenergic blockers, correction of electrolyte balance) and surgical (implantable
cardioverter-defibrillator and left-sided thoracic sympathetic denervation of the heart), lifestyle (avoidance of drugs that con-
tribute to prolongation of the QT interval, avoidance of specific arrhythmia triggers (active swimming, exposure to loud noises))
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and regular consultation with a cardiologist. Early diagnosis and a comprehensive approach are key to successful prevention

of sudden cardiac death in patients with Long QT syndrome.
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BBELEHME

MHTepean QT - BpeMeHHOW MPOMEXYTOK MeXAay Haya-
NIOM [enonspu3aumm MUOKapaa XenyLovykoB U UX penons-
pusaumen (3NeKTpuyeckas CMCcTona), KOTopbIn perncTpupy-
eTCs Ha anekTpokapaunorpamme (KT Kak oTpe3ok OT Havyana
komnnekca QRS o koHua 3y6ua T [1]. CocTaBHbIMM 3neMeH-
Tamu QT saBngtotcsa: QRS (BbicTpas aenonspusaumsa M Havanb-
Hasg penonspu3aums MUOKapaa MeXOKenyao4yKoBOM nepero-
POAKM, CTEHOK SIEBOTO M MPABOro XXenyLo4vkoB), cermeHT ST
(HavanbHas penonspusaLms Xenyaoukos) U T (KoHeYHas pe-
nonspu3aLms Xenyaoukos).

CUHAPOM yanuMHeHHoro uHTepeana QT (CYUNQT) — Bapu-
aHT 3nekTpuyeckoin BonesHu cepaua, KOTopas SBNSETCS Cef-
CTBMEM KaK BPOXAEHHOTrO, TaK U NPUOBPETEHHOrO HApYLLIEHUS
bYHKLUMM U/MAU PErynsumMmu MOHHBIX KaHaN0B KapAYOMUOLIMTOB,
YTO COMPOBOXAAETCS HAPYLLEHWEM NPOLLECCOB Aenonapu3aumm
W penonspu3aumm MMOKapaa XKenyaoukoB U XapakTepusyeTcs
yosimHeHneM QT u aHomanuamu T Ha IKT, KnMHMYeckn conpo-
BOX[JAETCSH CMHKOManbHbIM coctosHuem (CC), aByHanpaBneH-
HOM BepeTeHO00Opa3HOM XXenya04KOBOM Taxmkapamen no tuny
«nupysT» (torsade de pointes, TdP), accounmpyeTcs ¢ BbICOKMM
PUCKOM BHe3anHol cepaeyHon cmeptu (BCC) unm cuHopomMoM
BHe3anHoi aputMmyeckon cmeptn (CBAC) [1-4].

BCC - 370 BHe3anHas ectecTBeHHAs CMepPTb, MPeLNOI0XKM-
TenbHO 06yCnoBneHHas cepAevHO-CoCyaAMCTbIM 3aboneBaHu-
€M, HacTynuBLLas B TeyeHue 1 4 nocsie NosBAEHUS CUMNTOMOB
WK B CITyYae, eCn CMepTb HacTynuna B OTCYTCTBME CBUAETE-
new, B TeyeHue 24 4 C MOMEHTA, KOrAa YeoBeKa B MOC1eaHUN
pa3 BMAENM XMBbIM. [TpKn NaTONOro-aHaTOMUYECKOM BCKPbITUM
BCC onpepensgetcs Kak ecTeCTBEHHAs HEOXMAAHHAsS CMepPTb
HEeW3BEeCTHOW MMM KapAuanbHOM 3Tnonoruu [1, 4].

CBAC - 370 cMepTb, HacTynuBLlIag B Bo3pacte Honee
1 ropa npu OTCYTCTBMM LOCTOBEPHbIX AAHHbIX MATONOrO-
QHATOMMYECKOr0 M TOKCMKONOTMYECKOro MCCNepoBaHumii
(ceppue 6e3 CTpyKTYpHOM MaToNOrMM Npu Makpockonuye-
CKOM W TUCTONOMMYECKOM UCCEA0BAHNM) M UCKTIOYEHMM IKC-
TPpaKapAManbHbIX MPUYMH, KOTAA HapyLUEHUE PUTMA CIYXKUT
Hanbonee BEPOATHOM NPUYMHONM CMepTy [4].

Mo knnHuyeckomy Tevenmto CYMQT nogpaspensercs Ha:

1) beccumMnTOMHOE TeueHue.

CC/QT* - usonupoBaHHoe yanunHeHne QT 6e3 KakuUx-u-
60 KIMHUYECKMX NpOsSBNEHWIA. BbisngeTcs cnyyariHo npu ob-
CNnegoBaHMM MO NMOBOAY ApYroro 3abonesaHunsa uam npu oTs-
roleHHOM CeMeMHOM aHaMHe3e.

CC/QT - nateHTHOe TeyeHne CYMQT 6e3 3aperncrpupo-
BaHHOIO yaanHeHus QT U KNUHUYECKUX NposBaeHuit. lnarHo3
MOXeT ObITb NOCTaBMEH MOC/E BHE3AMHOW CEPAEYHON CMep-
T Y POACTBEHHMKA 1-7 nnMHMK ¢ yctaHoBneHHbiM CYUQT [5].
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2) CuHKONanbHoe TeyeHue.

CC/QT* - CC, pasBuBatolLeecs Ha hoHe yanuHeHns QT.

CCY/QT - CC, pa3suBatoweecs Ha poHe yanmHeHunsa QT.

KnuHunyeckne ocobenrnoctn CC npu CYUQT:

NPOBOLMPYIOLWMMU DAaKTOpaMK, Kak NpaBuio, SBASIOTCSA
bu13nYeckas Unmn aMoLUMOHaNbHas Harpyska;

NPUCTYN MOXET NpoTekaTb 6e3 noTepu CO3HaHMS W Npo-
SABNSTbCSA KaK NIMNOTUMUS: pe3kas cnabocTb, cepauedbueHue,
OnenHoCTb;

NPUCTYN MOXET NpoTeKaTb C MOTEPE CO3HAHMS, B TaKOM
Cnyyae onpenensieTcs CtaguiHoe Tedenue: npencuHkone (ro-
NOBOKPYXEHMe, TOLHOTA, NOTEMHEHME B N1a3ax, HapyweHue
OpMWeHTaLMM B NpOCTpaHCTBe, ocnabneHne BHUMaAHUS, pes-
kas cnabocTb, BA3OMOTOPHbIE PAcCTPOMCTBA), CMHKOMe (Mo-
Teps CO3HAHWUA ANUTENbHOCTbIO OT HECKOMbKMX CEKYHA A0
5 MuH, koTopas B 50% cnyyasx conpoBoxaaeTcs apedek-
CUel, TOHUKO-KNOHUYECKMMU CYA0pOraMu, HENPOU3BOSbHbIM
Mo4yeuncnyckaHmem u gedexaunen) n BOCCTAaHOBUTENbHbIN
nepuog, (Co3HaHue BbICTPO BOCCTaHABAMBAETCS, aMHeCTUYe-
CKME HapyLWeHus 1 U3MEHEHME IMYHOCTM OTCYTCTBYHOT — Xa-
paKTepHO A4Ns 3nuaenTuyeckoro npunaaka) [5].

3NUAEMMONOINA BHE3AMHOM
ECTECTBEHHOW CMEPTHU

HecMoTps Ha coBpeMeHHbI YypOBEHb Pa3BUTUS MeETO-
[l0B AMArHOCTUKM, NeveHns n npodunakTmkm, CMEPTHOCTb OT
CepAeYHO-COCYAUCTbIX 3aD0NeBaHUIA 3aHUMAET MMAMPYHOLLME
no3uuumn Bo BcemM mupe, npu atoM BCC kak HeobpaTUMbIi
MCXOA, M pe3ynsTaT BHE3aMHOW OCTAaHOBKM cepila AOCTUra-
et 50% un B 50% cnyyaeB sBNSETCS BNEPBblE B XMU3HWU yCTa-
HOBIEHHOM naTtonoruel cepaua [6, 7]. B Poccum cmepTHOCTb
ot BCC B 2021 r. coctasnsna 22,6 Ha 100 Tbic. HaceneHus [8].
Puck BCC 3HaumMTeNbHO yBEIMUYMBAETCS C BO3PACTOM: Tak, YNC-
no cnyyaes cpeau feten coctanseT 1 Ha 100 Tbic. yenose-
KO-neT, cpeau nuu, noxunoro Bospacta (50-60 net) - 50 Ha
100 TbiC. YeNOBEKO-NET U Cpean CTapyeckoro Bo3pacra ume-
eT 6onblee 3HaveHne — 200 Ha 100 Teic. yenoBeko-ner [4].
B 3aBucumoctu ot nona uncno BCC BapbupyeTcs oT 6,68 Ha
100 TbIC. YenoBeko-neT y My>k4nH 1 ao 1,4 Ha 100 TbiC. Yeno-
BEKO-NET Y XeHLLMH [9].

3TUOMNATOrEHE3 CMHAPOMA
YOJIMHEHHOTO MHTEPBANA QT

YactoTa HacnenctBeHHbix dopm CYMQT coctasnger
1:3000-1:2500 HaceneHus. Yaule BCTpeYaeTCs Yy XKEHLWMH
C Ae6OTOM B AETCKOM, NMOAPOCTKOBOM UM PaHHEM B3pOC/IOM
Bo3pacTe; pexe B Bo3pacte 50 net. OTAroweHHbI ceMenHbIN
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aHamHes peructpupyetcs y 40% ¢ CYUNQT u B 30% cnyya-
€B y MaUMEHTOB C BHE3aMNHOM cepaeyvHoi cmepToio [1, 10].
BpoxpeHHbin CYNQT BO3HMKaeT BCAeACTBME MyTauuu
B 15 ayTOCOMHO-LOMMUHAHTHbIX FrEHaX MOHHbIX KaHANOB Kap-
LMOMMUOLMTOB, YTO NPUBOLMT K HapyLUEHMIO UX GyHKUMK [4].

MpuobpeteHHbin CYWMQT 6Gonee pacnpocTtpaHeH (0o
30% NauMEHTOB OTAENEHUN UHTEHCMBHOM TEpanuu) u aBns-
€TCS OCNOXHEHWEM CTPYKTYPHOM NaToONOrMM cepaua Uam npu-
eMa npenaparos, yaauHaowmx QT (maba. 1). NMomumo 3Toro,
NPUYUHAMM [AHHOTO CMHAPOMA MOTYT ObITb 31EKTPOANUTHbIN
AncbanaHc v Natonorus LeHTpanbHOW HEPBHOW CUCTEMBI
(TpaBMbl, ONyX0/K, OCTPble HapyLIEHWS MO3rOBOrO KPOBOO-
6paieHuns, nHdekumn). Pexxe npnobpeteHHas ¢opma CYMQT
BCTpEYaeTcs Npu AneTe C ManbiM CoaepxaHuem benka, 310-
ynotpebneHuun ankoronem, GeoxpoMoLMTOMe, TMNOTUPED3e,

Ta6nuua 1. OToenbHble NeKapCTBEHHbIE Npenaparsl, 0Ka3biBato-
Lye BAMSIHWE Ha AAUTeNbHOCTb MHTepBana QT [4,10,12-19]
Table 1. Selected drugs that affect QT interval duration
[4,10,12-19]
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AHTaroHucT onnonzos MeTagoH'
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© Bbicokuit puck pa3sutus TdP.' BoaMoxHbIi puck pazsuTus TdP. * YcnosHeii puck passutust TdP.

TMNOTMMKEMUM, YKYCE SA0BUTLIX YNEHUCTOHOTMX M MpU one-
paTMBHbIX BMELLATENbCTBAX HA Wee. B HeKoTopbix cnyyasx
(30%) y nauMeHTOB C NeKapCTBEHHO-MHAYLMPOBAHHOM apuT-
MWeln MMeEeTCs reHeTMyeckas NpenpacnonoxXeHHocTb [5-11].

MexaHW3M pa3BUTUS NEeKAPCTBEHHO-UHAYLMPOBAHHOWM
CYUQT wu, kak ero cneacteue, TdP obycnosneH:

MHrMbupoBaHMeM KaHanoB HbICTPOro KOMMOHEHTA TOKa Ka-
ams (1), 410 NpMUBOAMT K 610Ky BbICTPOTO TOKA Kanua B Kapam-
OMMOUMTbI U, KaK CNeacTBue, NPOAOHraLmMu noteHumana aen-
CTBWS, MOBbIWEHWIO BOCPUMMUYMBOCTM U BO3HUKHOBEHMIO
paHHel nocTaenonapu3aLmnm, KoTopas, B CBOK odepefb, MHW-
umupyeT TdP yepes peumnynbc B dasy 2 [20-22]. Takoi Mexa-
HM3M XapakTepeH Ans 60NbLIMHCTBA IeKaPCTBEHHbIX CPEACTB.

AyrMeHTaumel no KaHanam no3fHero HaTpMeBOro Toka
(Iy,.)» YTO CMIOCOBCTBYET 3aME/IEHUIO MOTEHLMANE AEUCTBUA
3a cYeT yBeNMYeHNs No3AHEro HaTpMeBOro Toka (LopeTmnuma,
neyTunua, Cotanon, TMOPUAA3NH 1 3pUTPOMULIMH) [23].

TdP, Bbi3BaHHas paHHelN nocTaenonspusaument, MOXeT
6bITb 06ycnoBneHa peaktuaumein Ca-kaHanoB M NOBbILLE-
HWEM TOKa KasbLMs Yepe3 HMX B OTBET HA NPOIOHTALMIO NO-
TeHumana gencreus [24].

KoHuenums pesepsa penonspusaummn onucbiBaeT puck
passutna CYMQT n TdP - B HOpManbHbIX YCNOBKUSX penons-
pM3aumMs 136bITOYHO MOLYNMPYETCS MHOXECTBOM MEXaHW3-
MOB (I, ., MEANEHHbIA KOMMOHEHT TOKa Kanua, |, TpaH3uTop-
HbllA BHELHWI TOK Kanus, TOK aHOMaNbHOIO BbINPSMAEHUS U T.
L), TeM caMbiM GpopMUpys pe3epB penonspusauuu. Mcxops
W3 3TOrO, CENEKTUBHOE MHIMBMPOBaHMe |, He CNOCOBHO UHMK-
unmnposaTtb TdP B CBS3M C KOMNeEHcaumen 3a cyeT nsbbiTou-
HOCTM penonspu3aumMoHHbIX TOKOB [17].

HecMoTpsa Ha TO Y4TO WMOHHbIM AncbanaHc, Bbi3BaHHbIM
NMPUEMOM IeKapCTBEHHbIX CPeLCTB, ABNSeTC 0693aTenbHbIM
3BEHOM B MexaHu3Me pa3BuTus TdP, ero 3avactyto 6biBaeT
HeLOoCTaTOMHO AN MHAYKUMM apuUTMUKM — MpUeM npenapa-
TOB, MHTMEBMPYOWMKX |, NPUBOAMT K yanuHeHno QT, HO UHK-
unmpyeT TdP. OgHako B clydae Hanmums y Takmx NaLmMeHToB
(haKTOpOB pUCKa, CHUXAIOLLMX Pe3epB penongpusaunm, npu-
€M IeKapCTBEHHbIX CPeacTB, yanuHaowmx QT, bynet nmeTb
6onee Taxenble nocneactana - TdP u BCC [24].

YactoTta Bctpeyaemoctn TdP, mo coobuweHnsaM cuctembl
(hapMakoHaa30pa, cpean MyxuuH coctasnseT 2,5-4 Ha 1 MaH
4YenoBeKOo-NeT B rof, cpeam xeHuwmH — 4 Ha 100 000 yenosek
€XerofHo [25, 26]. UCTUHHbIe 3HaYeHMs pacnpoCTPaHEHHOCTH
TdP B nonynsumMu yCTaHOBWTL CZIOXKHO B CBA3M C OWMBKaMu
[MArHOCTUKM M OTCYTCTBMEM cobcTBeHHOro koada B MKB-10.

CywiecTByeT MHOXeCTBO GakTOpOB, KOTOPble MOryT yBe-
An4unTb puck passutus TdP. K HemoanduumpyembiM OTHO-
CATCA: XEHCKMIA non, Bo3pacT > 60 neT, reHeTMYeckas npea-
PaCNONIOXEHHOCTb, OTATOLWEHHbIM CEMENHbIN aHaMHe3s,
CTPYKTYpHble M QYHKLMOHANbHblE NpobneMbl cepaua (Muwe-
Muyeckaa b6onesHb cepaLa, CepaeyHas HefoCTaToOuHOCTb,
OMnaTauMoHHas unu runeptpoduyeckas KapamomMmnonaTus,
peunaMBMpyloLee TeyeHMe MepuaTenbHOR apuTMun) [27].
CnepnyeT OTMeTUTb, 4TO Yy XeHWwMH QT 6onee npogomkute-
NIEH, YEM Y MYXKUYMH, 3@ CYET BAMSHMUS MOSOBbIX FOPMOHOB
Ha aKTMBHOCTb MOHHbIX KaHANI0B MUOLMTOB, HO C BO3PacTOM
[laHHOE pa3nnyme HUBENUPYETCS U B MOXMIOM BO3pacTe He
CTONb BblpaxeHo [28-30].
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B cBoto oyepeab, K MOAUDULMPYEMBIM OTHOCSTCS:

INeKTPONUTHbIN AncbanaHc: runokanmemms (£3,5 mmons/n),
Tsxenas runomarimemus (£1,6 mr/aon), runokanbunemums
(€8,5 mr/mn), ToWwHOTa, pBOTA, AMapes, NPUEM METNEBbIX AU-
ypeTukoB (bypocemup).

BUY-nHdekums (ocobeHHO Ha No3aHen cTaamm 3abonesa-
HWUS AN HA HOHE aHTUPETPOBMPYCHOM Tepanum).

Hu3KMin nHOeKkC Maccobl Tena: HepoenaHue, ronofaHue
M CUHOPOM UCTOLLEHMS.

MNprem nekapcTBeHHbIX MpenapaTos, yaauHaowmx QT.

HepaBHas KapanoBepcus C MCNOMb30BaHMEM MpenapaTa,
yanuHsaowero QT.

HapyweHune @yHKUuMM noyex.

HapyweHue QyHKUMM neyveHn.

Mnotupeos [16, 19].

CMOCOBbl OBbEKTUBHOM OLLEEHKM QT

C Lenblo UCKNOYEHMS ONPeneneHus «NOXHOroy» yanuHe-
Hus QT NpMMeEHsIeTCs pacyeTHbIM NokasaTenb — KOPPUTMpo-
BaHHbIA QT (QTc) [1].

[ns onpeneneHns QTc MoxeT ObiTb MPUMEHEH Cleayto-
LWMIA anropuTM:

1) Peructpaumsa IKI 1 n3mepeHune NpoaoKUTENbHOCTH
QT/RR:

N3mepeHne npopomkutensHocTu QT: paccTosiHue OT Ha-
YyanbHoro nepernba Q no koHua T, onpenensemMoro Kak nepe-
CeyeHue KacaTeNbHOW K CaMOMY KPYTOMY CKJTOHY HUCXOLsLLe-
ro pparmenTa T U U30nMHUN.

MN3mepeHue npoponxkutensHocT RR: pacctosHue mexay
BepwwnHamn RR/m3mepenmne YCC. MiHTepBan paccumTbiBaeTCs
no dopmyne: RR = 60/4CC[16, 31].

MeToaMKM U3MepEHUIA:

N3MepeHne 3neMeHTOB C/1y4altHO BbIOPaHHOIO KOMMIeKca.

MN3MepeHne 3neMeHTOB 2 KOMMNEKCOB (C MaKCMMarnbHOM
M MUHUMANBHOM MPOLOMKUTENbHOCTBIO) M PacyHeT CPpeaHmX
3HaYEeHUN.

M3mepeHue aneMeHTOB 5 nocnenoBaTenbHbIX KOMMIEKCOB
W pacyeT cpefHux 3HayeHun [16].

2) MpumeHeHne dopmynbl ans pacyeta QTc (maba. 2)
[32-37].

OntumanbHbiM YCC ang noctoBepHbIX pe3ynsratoB QTc He-
3aBUCMMO OT BbibpaHHoM dopmynbl aBasetca 60-90 ya/MuH,
B MHbIX CTy4asx pe3ynbTaThl MOMYT OTAMYaTbCS. Tak, Ang 3KC-
NMOHeHLMaNbHbIX METOAOB XapaKTepHa HETOYHOCTb KOPpeK-
LMW NPU CIIULLKOM BbICOKUX UK CIIULLKOM HU3KMX 3HAYEHU-
ax YCC; npuMeHeHue NMHENHbIX METOLOB NMO3BONSET CHU3NUTb
OWMOKM IKCMOHEHLMANBHOTO METOAA, OHMU MOTYT UCMONb30-
BATbCA KaK NpW BbICOKOW, Tak v npu Huskoi YCC.

OnpepneneHne QTC pyYHbIM METOAOM B MHAMBUAYANbHOM
nopsake Ons KaXKAOro nauueHTa AOCTaTOMHO TPYAOEMKMIA
npoLecc, M MO3TOMY B KNMHMYECKOW NpakTuke ans bonee 3g-
(hEeKTUBHOro onpeaeneHuns rpynmnbl pUcka BO3HUKHOBEHMS
TdP BO3MOXHO NpUMMeEHEHME HOPMOTrpaMM, KOTOPblE OCHOBA-
Hbl Ha 3aBucumoctn QT/RR mnun YCC [28].

3) MHTepnpeTauuns pesynsratos [4, 16]:

HopmanbHbii QTc: 340-430 Mc anst MyxuymH u 340-
450 MC ong xeHLWwmH [4].
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MaTonornyecknit QTc: 460-479 Mc y xeHWwmMH 1 450-
459 Mc (y MyxumH) [4].

3HaueHuns 2 480 MC - BbICOKMIA puck hopmmpoBaHusa TdP.
B uenom Ha kaxpabie 10 Mc yBennyenus QTc puck pasButus
TdP yBennunaetcs npuMepHo Ha 5-7% [4, 30].

KPUTEPUN OUATHOCTUKU CUHOPOMA
YONUHEHHOIO UHTEPBAJIA QT
M OLLEHKW PUCKA YOJIMHEHUA UHTEPBAJIA QTC

[OunarHo3z CYMQT cTaBMTCS Ha OCHOBAHWW pe3ynbTaToB
JKT B 12 oTBEAEHMAX U MHTEPMPETUPYETCS COMNACHO Aua-
rHocTuyecknm kputepusam European Society of Cardiology
(mabn. 3) [4].

MNepen Ha4anoM aHTMapuUTMmMyeckon Tepanun (AAT) CYM-
QT cnenyet paccumTaTb puck yaimHerus QTc. lns atoro y ro-
CNUTANM3MPOBAHHbIX NMaLMEHTOB MOXeT ObITb MCMOb30Ba-
Ha wWkana Tucaeina C Lenblo CTpatMdUKaLmMm v BbISIBNEHWS
aMbynaTopHbIX NALMEHTOB C MOTEHLMANbHO 6onee BbICOKMM
PUCKOM Pa3BUTUS THKENbIX XM3HEYTPOXAOLMX HAPYLLIEHUH
putMma (ma6n. 4) [38]:

HU3KMIM pUCK XapaKTepu3yeTcs HaNMYMEM BEPOSTHOCTU
YXYALWEHUS COCTOSIHUS U YBENNYEHUS KaTeropumn pucka B 3a-
BMCMMOCTW OT KIIMHUYECKOTO TeYEHMS, 1eKapCTBEHHOIO B3a-
UMOLENCTBMA U GapMaKOKUHETUKMN.

p1 yMepeHHOM pucke HeObXoaMMa KOHCYNbTALMA KIUHM-
yeckoro dapmakosnora C Lenbio Koppekumm akTopos pucka.

Hanunuune BbICOKOrO pucKa NpuMBOAMT K HEOBXOAMMOCTH
KOHCYNbTaLMK KIMHUYECKOro GapMakonora ¢ Lenbi Kop-
pekuun GakTopoB pucka u nonbopa anbTepHaTUBHOIO Ba-
puaHTa Tepanuu.

Mpn ymMepeHHOM u BbicOKOM pucke IKI cnegyeT noBTo-
puTb Nocne 5 NepnoaoB NoNyBbIBEAEHWS NPenapaTos, yaIu-
Haowmx nitepsan QT, ans oueHkn QTc [19, 38, 39].

Ta6nuya 2. MonynapHble dopmynbl pacyeta QTc
Table 2. Popular formulas for calculating QTc

IKCMOHEHLMANbHbIE MeTOfbI
QTc= QT / RR*
QTc= QT / RR*3

Bazett [1, 32]
Fridericia [1, 33]*

JIMHelHble MeTOAbI
QTc= QT+ 0,154 x (1 - RR)
QTc=QT+0,175 x (4CC - 60)

QTc=QT-0,185x (RR-1) + k
(k=+0,006 ¢ pnst MyxumH 1 +0 € BNS KEHILMH)

Framingham [34]
Hodges [35]

Rautaharju [36]

Jlorapucdmnyeckue mMeTofpl

0Tc=K, x log (10 x [RR + K])
B3pocnbie = =
pshman(37] | v K,=0,07,nK, =0,380
B3pocbie K,=0,07,nK,=0,390
JKEHLLMHbI

lpumeyarue. QTc - KOPPUrMpPOBaHHas (OTHOCUTENBHO YaCTOTbl CEPAEYHbIX COKPALLEHUI)
BeNW4YMHa MHTepBana QT, oTHocuTenbHas BennumnHa; YCC - yacTota cepaeyHbiX COKpaLLeHut;
RR - paccTosHre mexay AaHHbIM komnnekcoM QRS 1 npeaLwecTByloWwmM emy. * PekoMeHA0BaHO
MwuH3apasom Poccuu.



Ta6nuua 3. MopdUUMPOBAHHBIE KPUTEPUM AUATHOCTUKM CUH-
[PpOMa YOJIMHEHHOrO UHTepBana QT
Table 3. Modified criteria for the diagnosis of long QT syndrome

2480 mc 3,5
=460-479 Mc 2
Qfc = 450-459 Mc (y MyKuuH) 1
2480 MC Ha 4-1 MMH BOCCTAHOB- 1
KT NIeHusi NOCNe HArpy304HOro Tecta
TdP 2
AnbTepHaums 3ybua T 1
3a3y6peHHbld 3ybew, T B 3 0TBEAEHUSX 1
Huzkas YCC ans Bospacta 0,5
. Mpu cTpecce 2
Knunnueckuii 06MOpoKH
DT Be3 cTpecca 1
UneHbl ceMbm C ycTaHoBNeHHbIM CYUQT 1
CeMeitHbli aHa-
MHeE3 BCC B Bo3pacte < 30 neTy poaCTBEHHUKOB nep- 05
BOIA CTEMEHM POACTBA ’
[eHeTnyeckoe .
MechenoBanKe BbisBneHue natoreHHoM MyTaLmuu 3,5

lpumeyanue. QTc 2 480 Mc unu Hanuuue > 3 6anno.. Mpu HANUYUKM APUTMOrEHHOTO 06MOpOKa
WK 3NU30A0B OCTaHOBKM cepaua — QTc 2 460 MC LOCTAaTOYHO ANS NOCTaHOBKM AnarHoza CYMQT.

Tabnuya 4. Wkana Tucaoeiina ong oUeHKU pucka yaauHeHns
nHtepsana QT [19, 38, 39]

Table 4. Tisdale scale for assessing the risk of QT interval
prolongation [19, 38, 39]

Bo3pacr 2 68 ner 1
XeHckuit non 1
Mcnonb3oBaHue NeTneBbIX AUYPETUKOB 1
YpoBeHb kanus B nnasme Kposu € 3,5 MMosb/n 2
QTc untepsan 2 450 mc 2
Octpbiit MHGAPKT MMOKapAa® 2
CeppeyHas Heflo0CTaTOYHOCTb CO CHIKEHHO OB 3

1 npenapar™ 3

Mpuem npenapatos, yanuHsowux uHtepean QTc
22 npenaparo™ | +3

Cencuc” 3

lMpumeyarue. Kateropum pucka: HU3KMiA pucK < 7; yMepeHHbli puck 7-10; Bbicokuit puck = 11.
* Bo BpeMs ocTporo cobbiTus/3aboneBanus; kak npasuno, uHtepsan QTc Bo3BpalLaeTcs

K HOpPManbHOMY YPOBHIO NOCNE MU3NEeYeHNs COCTOsHMS. ** 3 6anna 3a npuem 1 npenaparta,
yAnuHsiowero nHtepsan QTc + 3 nononHUTENbHbIX 6anna 3a npuem = 2 npenapartos,
yAnuHsiowmx uHtepean QTc (utoro 6 6annos).

Bennunny QTc 1 ypoBeHb 3neKTpONMTOB OMNpPenenstoT 40
Hayana neyeHuns, NoBTopsitoT Yepes 8-12 4 u Ha 7-15-1 neHb
nocne Havana neyvYeHuns Unum uamMeHeHust oo3bl. anee nme-
PEHUSA MPOBOAST EXEMECAYHO B TEYEHUE NEPBBIX 3 MEC. U 3a-
TEM NepuoanYecku Npu NPOAOCIKEHUN NledeHns ang npodu-
NAKTUKWM Pa3BUTUS XKMUBHEYTPOXKALLMX HAPYLUEHUI pUTMA.
Y naumeHToB, CTpafatoWmMx aMapeen n pBoTOM, MOHUTOPUHT

ocylecTBnseTcs valle. Takxke y 601bHbIX, TPUMEHSIOLLMX Npe-
napaTtbl, cCNocobHble BbI3BaTh yaauHeHme QT u TdP, koHTponb
BeMYMHbI QTC LOMKEH OCYLLeCTBASTLCS exeHenensHo [40].

CTPATErn4 NEYEHUA CUHOPOMA YOJIUHEHHOIO
MHTEPBAJIA QT/TDP U NPO®UNTAKTUKH
BHE3ANHOM CEPAEYHON CMEPTHU

Crpaterna neyeHuns CYUQT n npodunaktnkmn BCC Bknto-
yaeT B cebs HeCKONbKO HanpaBneHui:

HemMenukaMeHTO3Hble METOAbI NEYEHUS: UCKITHOUUTD MpK-
eM MefMKaMeHTOB, CMOCODCTBYIOWMX YASIMHEHMIO MHTEPBA-
na QT (C NOAHbIM NEpeYHEM MOXHO 03HAaKOMMUTLCS Ha CaWTe
www.crediblemeds.org); usberatb cneunduueckmnx Tpurre-
pOB apUTMUK (aKTMBHOE MAaBaHWe, BO34ENCTBME TPOMKMX
3ByKos) [1].

MefMKaMeHTO3Hble MeTOAbl ieueHuns: B-agpeHobnoka-
TOpbl MPUMEHSAIOTCS B KayecTBe LONTOCPOYHON Tepanuu npu
OTCYTCTBMM BpaanKapanu (3CMOJ, TPONPAHO0N); KOPPEKLMS
3NEeKTPONUTHBIX HapyLWeHui (Marius cynbdar, KanbLms Xno-
pua, kanuga xnopua) [1, 4, 41].

Xvpypruyeckme MeToapl NeYeHus nokasaHbl NauueHTaM,
neperHecwnm BCC Ha doHe CYNQT, 6onbHbIM € 68CCMMNTOM-
HbIM yanuHeHnem QT-nHTepBana, a Takxke B KayecTBe A0-
nonHenus K AAT. Y nauneHToB C NpoduneM BbICOKOTO pu-
CKa unn B cnydae HeahheKTUBHOCTH/MPOTUBOMOKA3AHHOCTH
npenapaTa B TepaneBTMYECKOM [03e peKOMeHOyeTCs ycTa-
HOBKa UMMAAHTUPYEMOTrO KapauoBepTep-aAedubpunnatopa
(MKL) [4]. HoBbiM TepaneBTMYECKMM MOAXOAOM MPU XKeny-
[LOYKOBbIX apPUTMUSX SABNSETCS HEMPOMOAYNALMS (MOAYNALMS
AKTMBHOCTW BEreTaTMBHOM HEPBHOM cuctemsl). [lokazaHo, uto
M3ObITOYHAS AaKTUBHOCTb CUMMATUYECKOM HEPBHOWM CUCTEMBI
MoxeT nHayumposatb CYWMQT. MpoBeneHune rpyaHow neso-
CTOPOHHEN CMMNATUYeCcKOoW AeHepBaLMu cepaua NokasaHo
B Clyyae HeaPPeKTUBHOCTM (MPU HANMYMKM NPOTUBOMOKA3a-
HuU) AAT, UK unu B cnyyasix, korga naumentsl ¢ MK Ha ¢o-
He npuema B-610KaTOPOB MPOACIXKAOT UCNbITHIBATH MHOXE-
CTBEHHble pa3psabl nedubpunnstopa [1, 4].

C uenbto kKynuposauua TdP npu ycnosuu ctabunb-
HOW reMoAMHaMuKK (CMCTONMYECKOe apTepuanbHoe LaB-
neHne > 90 MM pT. CT, 4acToTa CephAeYHblX COKpalle-
Hui < 150 ya/MuH) pekoMeHayeTCs BHYTPMBEHHOE BBEAEHUE
MarHus cynbdata 1-2 r B TeyeHme 15 MuH. 3TO MOXeT OCTa-
HOBWTb apUTMMIO HE3ABUCMMO OT YPOBHS MarHus B KpoBu [1].

B cnyyaax pazsutus TdP Ha ¢oHe CYMQT u Hecra-
H6UNbHOM reMoAMHAMUKK (CUCTONMYECKOe apTepuanbHoe
nasneHue < 90 MM pT. CT,, YacToTa CepAeYHbIX cokpalle-
Hmi > 150 ya/MuH, notepst co3HaHus u/unu 6onb B rpyam), Kpo-
Me KOppeKLMM TPUITEPOB M YPOBHS 3NEKTPOMTOB, B HaCTHOCTU
MarHus, Ans KynupoBaHus Npuctyna HeobxoamMmMo NpoBeaeHue
BPEMEHHOM 3NeKTPOKapAMOCTMMynaummn yactoton = 100 B Mu-
HYTY C BO3MOXHbIM NMPUMEHEHWEM TPAHCBEHO3HOW 3N1EeKTPU-
yeckom ctumynaunm cepaua. Cpoku NpoBeaeHus 31eKTpoKap-
LMOCTUMYNALUMKM ONpefensioTcs BpeMeHeM, HE0BX0AMMbIM
[N KOpPeKLMU TpUrrepoB (BpEMEHEM 3KCKPeLMM npenapara,
SIBUBLUETOCS NPUYMHON yannMHeHus nHtepeana QT). Ecam ya-
nuHeHne nHTepeana QT ¢ dopmuposaHuem TdP obycnosne-
HO BpagvKapamen, TO BpeMeHHas 3N1eKTpOKapAMOCTUMYNALUS
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SBNSIETCS OCHOBHblE METOAOM edeHus. bonee addexkTnBHbBIM
CNocoboM neyeHns B JaHHOW CUTyaLMK ABASIETCS NOCTOSIHHAS
anekTpokapamoctumynaums [1].

Mpn BO3HUKHOBEHMU TAP y MauMeHTOB C YCTAHOBNEHHbIM
MK, KapanoCTUMYyNSTOpoOM UM yCTponcTBamu ang obecne-
YeHust cepLeyHON PeCMHXPOHU3UPYIOLLEN Tepanum BO3IMOX-
HO BpeMeHHOEe M3MeHeHWe H6A30BOM YaCTOTbl CTUMYAALUK
MMMAaHTUPOBAHHOrO ycTporcTaa [1].

3AKJTIOYEHUE

CYNQT - 310 onacHoe 3aboneBaHue, KOTOPOE MOXET
NMPUBECTM K TAaKMM OMACHbIM A5 KM3HU HAPYLIEHUSIM pUTMa
cepaua, kak TdP, yto, B cBOK o4epenb, HepeaKo CTaHOBUTCS
npuunHoi BCC/CBAC.

[ng ocyuwecTBneHns rpaMOTHOrO BeAEHUS MaumeHTa
HeobX0AMM UHAMBMAYANbHbIA NMOAXOA K KXAOMY C/yyato,
BK/tOYaOWMIA B cebsi TWaTeNbHoe obcnenoBaHMe nauUMeHTa,

onpepenexune tuna CYMUQT, oueHkKy pucka pa3BuTMS ONACHbIX
apUTMUIA U BbIBOP ONTUMANbHOrO METOAA IEYEHMS.

BaxxHO 0TMeTUTb, YTO NeYeHne LOMKHO OblTb KOMMNEKC-
HbIM W BK/OYaTb B €65 HE TONbKO MeMKAMEHTO3HbIE U XW-
pypruyeckne Metonbl Ne4yeHus, HoO U Koppekuuio obpasa
XU3HWU M perynspHoe noceuieHne kapauonora. lNaumertam
¢ CYMQT Heobxoanmo mn3beratb COCTOAHWUM, KOTOpblE MO-
ryT CNpOBOLMPOBATb Pa3BUTUE apUTMUIA, K HUM OTHOCHUT-
€9 CTpecc, duanyeckas Harpyska, NpMemM HeKOTOpbIX neKap-
CTBEHHbIX NpenapaTos u Apyrue ¢hakTopbl.

Taknm 06pa3oM, CBOEBpPEMEHHAS AMATHOCTMKA U neye-
Hue CYMQT aBnaoTcsa BaxHbIMKM Mepamu npodunaktuku BCC
W APYrMX OMACHbIX OCNOXHEHUN. MHAMBMAYaANbHBIA NOAXOA,
no3BONSeT AOCTUYb HAaUYULMUX Pe3ynbTaToB 1 obecneynTb
nauMeHTaM NpuUeMIeMoe KauecTBO XMU3HU.
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