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CHUHOPOM YOJIMHEHHOIO UHTEPBAJIA QT. YACTb 1
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2YO «[poaHEeHCKMIT rOCyAapCTBEHHBIM MEAMUMHCKMIA yHrBEpCuTeT», [poaHo, benapyce

Cunopom yonunennoco unmepsania QT (LOTS) — 23mo nomeHyuaibHo dHcusHey2potcaowas KaHaionamus, co-
npogodcoarowascs yorunenuem unmepsana QT na 12-kananvnou IKI, cuHKOnaibHbiMu cOCMOAHUAMU U 8bICOKUM
PUCKOM  6HE3ANHOU CEPOCUHOU CMEPMU BCIeOCMEUe PA3BUMUSL NOIUMOPGHHOU JHCETYOOUKOBOU MAXUKAPOUU Mund
torsade de pointes. Ilepsoouepednas yenw 6 eedenuu nayuenmos ¢ LOTS na cospemennom smane cocmoum 6 Heodo-
nyweHuU HeOUaeHOCMUPOBAHHBIX €20 POPM, AOEKBAMHOM JeYeHUU U NPOPUIAKMUKe, YeM) Cnocobcmeyem dvicmpoe
pazeumue MOAEKVISPHOU OUON02UU U 2eHemUKY. B nepeoil uacmu nacmosiye2o 0630pa ompasicena ucmopust uzyye-
HUSL, 9MUOL02USL, INUOEMUOTIO2US], NAMO2EHe3 U KIUHUYECKas KapmuHa cunopoma yonunenno2o unmepgana QT.

Knwouesvle crosa: cunopom yonunennozo unmepeana QT, noaumop@nas xceny0oukosas maxukapous muna « nu-

pyamy, aexapcmeenno-unoyyuposanuviii LOTS, cunkone.

Cunnpom ynnunennoro unrepsaia QT (LQTS)
— 3TO MOTEHIHAIBHO KHU3HEYIpoKarolasi KaHajo-
MaTHsI, COTIPOBOXKIAOMIASCS YUITMHEHUEM HHTEPBa-
sa QT Ha 12-xananbHoM DKI', CHHKOMAJIBHBIMU CO-
CTOSTHUSIMU 1 BBICOKUM PHCKOM BHE3aITHOH cepied-
HOW CMEpTH BCJEICTBUE Pa3BUTUA MOJUMOP(HHON
KETyJJ0UKOBOM Taxukapauu Tumna torsade de pointes
(TdP) [1, 2]. B ero ocHOBE JIGKHUT aCHHXPOHHOCTh
pEeNoJsIpU3alny pa3HbIX YYaCcTKOB MHOKapna JKe-
JyJTOYKOB U, KaK CIIEZICTBHE, yBEITMUYCeHNE e€ 00meit
MIPOIOJDKUTEIHPHOCTH.  DIIEKTpoKapanorpadmde-
CKHM TIOKa3aTeleM aCHHXPOHHOM pernosspHu3aiuu
sBiseTcs yaumHenne natepsaia QT, a Takxke cre-
MeHb €ro JAUCIIEPCHH, YBEIUYEHHE KOTOPOH co3/1aeT
(YHKIIMOHAIBHBIA CyOCTpaT Uisi BO3HHKHOBEHUS
TpaHCMYpaJbHOHU re-entry W NepCUCTHPOBAHHS ITH-
py3THOM Taxukapauu [3].

BrniepBeie B nmutepatype CHHIPOM YUIMHEHHOTO
untepBaia QT onucan B 1856 r. Meissner, ory0Jiu-
KOBaBIIUM HaONIOJICHHE 3a JEBOYKOM C BPOXKICH-
HOW TIyXOTOM M YacCThIMU CHHKOIAJIBHBIMH CO-
CTOSIHUSIMH, BO3HUKAIOIIUMHU TPH CHIBHOM BOJI-
HeHnU [4]. DaexTpokapauorpaduIecKyo KapTHHY
IaHHOTO cuHApoMma aanm B 1953 r. Moller, xorna y
MaJIbUMKa, CTPAJAI0IIEr0 BPOKICHHON TIIyXOTOH U
YaCTBIMH CUHKOMAJIBHBIMU cOCTOsSHUsIMHU, Ha DKI
OBUTH BBISIBIICHBI OpauKapIvs, aHOMaJIUs BOJHBI T
u cermenTa ST, a Takxe yiuHenue uareppana QT
[4]. B 1957 r. HopBexckue yuensie Jervell m Lange
Nielsen omyOauKoBany JaHHBIE MO M3YyYEHHUIO Ce-
MBH C IIECTHIO NETHMH, U3 KOTOPBIX YETBEPO CTpa-
JIAJTA TITYyXOTOW, YaCTBIMHU CHHKOIIE, UMEJIH CTOHKOE
yanuaenue uarepsana QT na OKI'. Ilpu sTom oba
ponuTens ObUTH KIMHUYECKU 3I0POBBI, HE IPUXO-
JIWIIACH IPYT IPYTY POJCTBEHHUKAMH, UMEIH HOP-
MansHyio OKI [5]. B 1963 r. utanesackuii memu-
atp Romano u B 1964 r. upnanjackuii neauarp Ward
HEe3aBHCUMO JPYT OT JpyTa MpeCTaBUIIN ONUCaHNE
aHAJIOTUYHOTO CHHJIPOMA, HO 0€3 BPOXKICHHOM TITy-
xoTeI [6]. B 1964 1. Selzer u Wray omyOimkoBaimu
naHHbele 00 yammHennn uaTepBasia QT u pazBuTnn
napokcusMa (puOPHUIUIALNU HKETyJ0YKOB B OTBET
Ha IOTBITKY BOCCTAHOBJICHUSI PUTMa XUHUJIUHOM Y
BOCHMH MAIUCHTOB ¢ (GUOPWILISAIMCH Tpecepauii
[7]. ABa roma cmyctsi Dessertenne BrepBble ONHU-
can TOJUMOP(HYIO JKEITYIOYKOBYIO TaXUKapIUIO
torsade de pointes y TTOKHITON KCHIIIUHEI C TTOJTHOH
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AB-010Ka101 ¥ 9aCTBIMH 3MM30aM1 CUHKOTIE [8].

B 1979 r. Obut co3man MexayHapOJHBIH pe-
ectp LQTS. Ero ocHoBHas Lenb — U3yYeHHE aHa-
MHE3a W KIMHUYECKHUX MPOSBICHUU IMAIMEHTOB C
cuHIpOoMOM yanmmHeHHoro uHTepBasna QT ¢ mensio
pa3paboTku dPGEKTUBHBIX METOJIOB AUATHOCTHUKU
u neuenus LQTS u npexpoTBpaiienus y naiueHToB
BHE3AIMHON CEpJIEYHON CMEPTH.

Omuonozun

Cunnpom ymmHEHHOTO MHTepBana QT Moxer
OBITH BPOXKJIEHHBIM M MPUOOpETEeHHBIM. | eHeTnye-
ckast mpupoaa BpoxaeHanoro LQTS BmepBrie omu-
cana Keating et al. B 1995 r. [4]. K Hacrosimemy
MOMEHTY H3BecTHO okosio 600 myrtanuii B 16 re-
HaX, HA OCHOBAaHWHU YETr0 BBIIEISIOT 15 reHOTHIIOB
LQTS. D10 mytanmu B 6 renax kanneBbx (KCNQI1,
KCNH2, KCNEI, KCNE2, KCNJ2, KCNIJj), 2
rerax HaTpueBbIX (SCNS5SA, SCN4B), 1 rene xanb-
nueBbix (CACNAIC) u 6 reHax crnenuuyeckux
CBSI3BIBAIONINX M CTPOUTENbHBIX OenkoB (AKAP9,
ANKO9, CAV3, SNTA1, CALMI u CALM?2). Ca-
MBIMH PaCIpPOCTPaHEHHBIMH THUTIAMH CUHUTAIOTCS
LQTI, LQT 2 u LQT3 — Ha uUX JOI0 MPUXOIUT-
cs 90% Bcex ciydaeB Bpoxknennoro LQTS [9]. Io
pa3HBIM JaHHBIM, OT 4,5 1o 7,9% Hocuteneir my-
TAQHTHBIX [€HOB MOTYT MMETh Oojiee OAHOM MyTa-
[IUHU, YTO YBEIMYUBAET BEPOSTHOCTh KIMHHUYECKUX
nposieiieanii LQTS, mpuBoas k cymmanun dddex-
TOB oTAenbHBIX MyTanuii [10]. B To xe Bpems y
15% mnanueHToB ¢ KIMHUYECKON U AJIEKTPOKapu-
orpauueckoil KapTHHON CHHIAPOMa YAJMHEHHOTO
unTepBaia QT He umeercs UACHTUDUITMPOBAHHBIX
TeHEeTUYECKUX OTKJIOHeHuH [11].

[IpuoOpeTeHHBI CHHAPOM YIUIMHEHHOTO WH-
tepBaa QT MokeT OBITH BBI3BAH NPHEMOM Jie-
KapcTBeHHBIX npenaparos (drug-induced) u psaom
npyrux npuunH (non drug-induced), cpean koto-
PBIX — DIIEKTPOIUTHBIC HAPYIICHHUS (THIOKATUEMUS,
TUTIOMarHUEeMUs, TUTIOKAIIBIIUEMHUS), 3a00JIeBaHMS
cepaeuno-cocynuctoit cuctems! (MBC, muoxapmu-
TBI, THIIEPTPOpHUECKAs] KapAHMOMHOTIATHS, ME/JICH-
HBIC CEpJCYHbIC PUTMBI), YHIOKPUHHON CHCTEMBI
(caxapHblif AMabeT, TUIIOTHPEO3, TUIIEPIIAPATUPEO3,
¢deoxpoMonnTOMa), HEpPBHOW cUCTEeMBI (cyOapax-
HOWJIATBHOE KPOBOWBIUSHHE, TpaBMa, WH(EKIUH,
OTYXOJIN), TICYCHH (IUPPO3, TICUCHOTHAS HEAO0CTa-
TOYHOCTB), mouek, BUYU-undexuus u ap. [12].
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[TonHbINA CHUMCOK JIEKAPCTBEHHBIX IPENapaToB,
yamuHsommx naTepsan QT u umerommx Topcamo-
TFE€HHBIN MOTEHIMal, pa3MelleH Ha caite lleHTpa
o0Opa3zoBaHMs ¥ WCCICIOBaHUHN O Teparmuu ApH-
30HbI (AZCERT) www.crediblemeds.org [13]. Co-
TJIACHO €My, MperapaThl MOTYT OBITh pa3/ielIeHbI Ha
3 KaTteropuu:

* ¢ moaATBepKAcHHBIM pruckoM TdP (BeI3BIBatoT
ynmuaenne QT u BozuukHoBeHune TdP npu npueme
B TEPANEBTUYECKUX /103aX);

* ¢ BeposTHBIM puckoMm TdP (Be3bIBatOT yuin-
Henrne QT, HO He BBI3BIBAIOT BO3HHKHOBeHHE TdP
MIpH MIpHEMe B TEPANIeBTHUECKUX J103aX);

* ¢ ycinoBHBIM puckoM TdP (MOTyT BBI3BIBATH
ynmuaenne QT u BozuukHoBeHune TdP npu onpene-
JICHHBIX YCIJIOBHSIX: MPEBBILICHUHU O3Bl MIpernaparta,
COITYTCTBYIOIIUX AJICKTPOJIUTHBIX HAPYIICHUSIX).

BrigensieTcst Takke 4eTBepTas KaTEropus: Ipe-
maparkl, MpHeMa KOTOPBIX CIEAyeT M30erarh Mmpu
BPOXKACHHOM CHHAPOME Y/UIMHEHHOTO HWHTEpBaia
QT. B Hee BXOAAT MpeAbLAyIINE TPU KaTETOpPHUH,
a TaKKe Mpernaparbl, CaMOCTOSATENBHO HE YIJIH-
usomye uaTepBan QT, HO oOmagarouiye 0coObIM
puckom m3-3a aApyrux 3¢ hekroB (Hampumep, goda-
MUH, d3(eapuH, SnHePPHH, CaTbOyTaMod | T. 1I.).

B rpynmy mpemapatoB ¢ MOATBEPKACHHBIM PH-
CKOM BO3HHKHOBeHHUs TdP Bxomsr:

° AHTHAPUTMUKH (AaMHOJAPOH, TU3OMUPAMUI,
noderunun, GpraekanHua, HOyTUIHII, COTAIION, PO-
KanHaAMUJI, XUHUIH);

° QHTHOWOTHKH (a3UTPOMUIINH, KIAPUTPOMH-
[IWH, POKCUTPOMUIINH, IUIPOQIOKCAINH, SPUTPO-
MHUIUH, JeBO(IOKCAIINH, MOKCU(DIOKCAIINH);

* aHTHIICUXOTUYECKHUE TMpernapaTsl (XJIopHpomMa-
3HH, JIPONEPUION, TATONEPUION, CYJIbIUPUT, TTH-
MO3U/I, THOPH/Ia3HH);

* aHTUMaJSIpUHHBIE TperapaThl
rajohaHTpuH);

* TIPOTUBOOITYXOJICBBIC TIpenapaTsl (TPHCEHOKC,
OKCaJIMIJIaTHH, BaHACTaHUO);

* IPOTHBOTPHOKOBBIE IpenapaTsl ((HIyKoHa30ll,
TTEHTAaMUIAH );

* anecTeTuk# (poroo, ceBodaypan);

* THTHONTOPHI PpochoaudcTepassl 3 (aHATpETHI,
[IAJI0CTA307);

* QHTHTUCTAMUHHBIC TpenapaTsl (TepdeHaauH,
acTEeMU30M);

* MPOKUHETUKH (I[H3anPHUJI, TOMIIEPH]IOH);

* IIPOTUBOPBOTHEIC (OHIAHCETPOH);

* BA30KOHCTPHUKTOPHI (TEPIIUIIPECCHH);

* BA30MJIATATOPHI (TTallaBepyrH).

(XxImopoxuH,

Anuoemuonozun

Yacrora BpOXKIEHHOTO CHHIPOMA YTHHEHHO-
ro mHTepBana QT konebmercsa ot 1:20000 [14] mo
1:2500 [15]. On BcTpegaeTcst BO BCEX ATHUUIECCKUX U
BO3PACTHBIX IPYIIAX, y )KESHIUH Yallle, YeM Y MYXK-
yuH (1,6-2:1) [16]. CornacHo JaHHBIM MPOCHIEKTHB-
HOTO HccneaoBanus, nposoaumoro P. J. Schwartz
¢ 2001 mo 2006 rr. u BkaroyaBuiero 44596 HoBo-
POXXICHHBIX B 18 WTANBSIHCKUX POMIBHBIX TOMaX,
gacTora BcTpeuaeMocTu LQTS cocraBuma 1:2534,
MpUYEM y TeX U3 HHUX, Y KOTO MPOAOKUTEIEHOCTD
nnTepBana QT ocraBanach NOBBIIIEHHOM Ha MPOTSI-
JKEHUH MIEPBOTO I'0J1a )KU3HU, BEPOSITHOCTh HAITUYHS
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TeHHON MyTaIllluy TpaHCMEMOpPaHHBIX HOHHBIX KaHa-
noB coctaBuina 90% [17].

PacnipocTpaHeHHOCT TPUOOPETEHHOTO CHH-
npoma yuiauHeHHoro uHtepBana QT, mo maHHBIM
Molokhia, cocrasmsier 10,9 Ha 1 MIH Y€JIOBEK B TOJI
Bo ®pannuuy, 1,2 — B llsenuu, 0,26 — B 'epmanuu
u 0,08 — B Utaynuu [18]. CornacHo cBeseHusM LleH-
Tpa mouuTopunra BO3 B Yncane, Hanboee 9acTo
BO3HUKHOBEHHE JIEKaPCTBEHHO-aCCOLMUPOBAHHOTO
LQTS cBsizano ¢ ynotpeOiieHHEeM aHTHapUTMUYe-
CKHUX TIperaparoB, B YaCTHOCTH XHMHUAMHA (10 §,8%
ManueHToB) u coranona (1o 4,8%) [19]. LQTS, ac-
COIIMMPOBAHHBIA C MIPHEMOM aHTHOAKTEPHUATHHBIX
MperaparoB, BcTpedaeTcs pexe. K mpumepy, gacro-
ta LQTS, cBsi3aHHOTO C TPUEMOM MOKCH(IOKCAIH-
Ha, cocTaBisieT 4 cmydas Ha 7,7 MutH yenoBek [20].

OpmHO W3 caMbIX M3BECTHBIX HCCIICAOBaHHUU 10
snugemuonorun npuodperennoro LQTS mposo-
mutock bepnHCKAM 1IeHTpoM (hapMakoHaa30pa B
51 6ompautie bepnmaa ¢ 2008 o 2011 . CorracHo
ero pesynpratam, 60% ciaydaeB mpHOOpPETEHHOTO
LQTS 0Obuio cBSI3aHO C MPHUEMOM JIEKaPCTBEHHBIX
npenapatoB, 40% — ¢ uHpIMU npuuuHaMu. Haunbo-
nee yacto yumHeHue QT BbI3BIBAIM aMUOJApOH,
METOKIIOTIPAaMU/I, UTAIIONpaM  JeBoMeTaoH. Ya-
CTOTa TPHOOPETEHHOTO CHHAPOMA YUIMHEHHOTO
unatepBana QT cocraBmina 2,5 ciydast Ha 1 MITH cpe-
JI1 MY>KYMH U 4 citydas — Ha | MITH cpeJu )KEeHIUH
Brox [21].

Ilamozenes

Kak n3BecTHO, MOTEHIMAI AEHCTBUSA KapAHOMHU-
OIIMTa TeHePUPYETCS 3a CUET U3MEHEHHS TPAHCMEM-
OpaHHO MPOHUIIAEMOCTH JJI11 HOHOB HATPHSI, KaJINs
u Kanbiys. HauanpHas genossipusanus KapAnoMuo-
mura (Paza 0) BbI3bIBACTCS HOTOKOM HATPHS BHYTPb
KJIETKH 4epe3 OBICTpble MOTCHLINAI3aBUCUMbIE Ha-
TpueBbie kKaHanb! (INa), a Takke akTHBAIMEH Kab-
nueBblx kaHamoB L- m T-tuma (ICa-L m ICa-T),
YTO NMPUBOJUT K PE3KOMY M3MEHEHHUIO TOJSPHOCTH
MeMOpaHbl ypoBHS noTeHnuana mokos (-80-90 Ms)
1o +30 MB. B pesynbTare aenonspusanuu MemMopa-
Hbl KapJIMOMHOLUTA OOJBIIMHCTBO HATPUEBBIX Ka-
HAJIOB IIEPEXOJAT B MHAKTUBUPOBAHHOE COCTOSIHUE
n Tok Nat+ B kjerky ocnmabeBaer. @a3a ObIcTpoi
HauvanbHOU penonspuzanuu (Paza 1) oOycnosieHa
aKTUBaLUUeHl OBICTPBIX MOTCHUIUAN3aBUCHMBIX Ka-
JIMEBbIX KaHaioB. VOHBI KaJlusl BBIXOIAT Yepe3 3TH
KaHaJIbl U3 KJIETKH, YTO NMPUBOJAUT K PEIoIsipHU3a-
i MmemOpansl. daza mnarto (Paza 2) pazBuBacTCs
B pe3yJIbTaTe yPaBHOBEIINBAHUS BBIXOSAIIETO TOKA
MOHOB KaJIHs BXOASIIMM TOKOM HOHOB KaJIbLIUS Ye-
pe3 KasblueBble KaHaibl L-tuna. [To Mmepe nHakTH-
BAallM KaJIbLMEBBIX KAaHAJIOB OaJaHC MEXKIY BXOMAS-
IIMM TOKOM KaJIBIUSI M BBIXOJSIINM TOKOM KaJlus
HapyIIaeTcsl, TOK Kalusi HAYMHAeT JOMUHUPOBATh U
¢aza riaro 3aBepiaercs. Bo Bpems ¢a3zbl ObicTpoit
KoHeuHoM penomnspuzanuu (Paza 3) BeIXOAAMMN
ToK Kanus uepes Ovictphie (IKr) u meanennsie (IKs)
KaHaJIbl BO3BpalllaeT MEMOpaHHBIH MOTEHLHMAT pa-
004ero KapIMOMHOLUTA K YPOBHIO MEMOPaHHOTO
MOTEHLHANIA TIOKOSL.

IIpu Bapmante LQTS1 BOBIEYEHHBIH TEH
KvLQT1 (umu KCNQ1) nHaxomuTtcs Ha XpOMOCO-
Me 11 (11pl5.5) u xomupyet o-cyobenunuiy 1Ks
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MEJIEHHO aKTHUBUPYIOIIETOCS KaJlMeBOTO KaHaja.
[ToTeHnman qeiCTBUS B KIIETKE YJIMHAETCS 3a CUET
YMEHBIIICHUST HAPYKHOTO KaJTUEBOTO TOKA U yBEIIH-
YEHUSI BPEMEHH OTKPBITHSI KATUEBBIX KaHaioB. [Ipu
LQTS2 B mponecc Bopnekaercs red KCNH2 unu
HERG, pacnonoxxenusiii Ha xpomocome 7 (7q35-
36), komupyromuii o-cyoseamnauity IKr  ObicTpo
aKTUBHPYIOMIETOCS KaJIMeBOTo KaHaia. MyTalun B
ATOM T'€HE BBI3BIBAIOT OBICTPOE 3aKPHITHE KATHEBBIX
KaHaJOB, YTO MPHUBOJUT K 3aJepXKKE pernoispusa-
uuu B xkenyaoukax. Bosuuknosenue LQTS3 BbI3bI-
Baercs MyTanusmu reHa SCNSA, oTBevarolero 3a
konupoBanue Navl.5 HaTpueBoro kaHasua, JOKalu-
3yromerocst Ha xpomocome 3 (3p21-24). Myrarus
tuna gain of function B 3TOM reHe BbI3bIBACT CTOM-
KWW BHYTPEHHUI HATPUEBBII TOK B (ha3ze IiaTo, YTo
CIOCOOCTBYET JUIMTENFHON penoispuzanun. My-
Tamus tuma loss of function B TOM € reHe MOXKET
MIPUBECTH B T. 4. K CHHIpOMY bpyrana u cuaapomy
Jlenerpa [1].

Ha om0 ocTasibHBIX BapHaHTOB BPOXKJIEHHOTO
LQTS npuxonurcs He 6onee 10% ciayqaes. Hoseii-
[IMe TeHeTHYeCKHe MyTauuu, cBsizanubie ¢ LQTS,
onucansl B reHax CALM1 n CALM2, xoTopsle Ko-
JUPYIOT KAIIBMOJTYJIMH — TIOBCEMECTHO pacipocTpa-
HEHHBIN ¥ BOBJICUCHHBIH BO MHOXECTBO (PHU3HOJIO-
THYECKUX TpoIieccoB 0enok. OHU MPUBOJSAT K YBE-
JIMYEHUIO (DYHKIUM KAJIBIIMEBIX KaHAIOB L-Tumna u
yAIuHEHHIO (a3bl 2 U 3 moTeHnmana neicraus [22].
Kpome yanunenus norenuuana QT y manueHToB ¢
LQT 14 u LQT 15 nabiromaercs 3aaepkka TICHXO0-
MOTOPHOTO Pa3BUTHS W3-32 3aMEJICHHOTO BBICBO-
0O0XKICHUS KaJTbMOIYJIMHA B TKAHSIX.

[Ipu mpHOOPETEHHOM CHUHAPOME YUIMHECHHUS
untepBana QT yanuHeHue moTeHUMana ACHUCTBUS
Yarie BCero MPOUCXOANT U3-3a 3aMeNICHHS BRIXOAa
kanus u3 kietku yepe3 IKr u IKs xanueBnie kaHa-
JIBI ¥ YBEIMYEHUS BXOIAIIETO TOKAa HOHOB HATPHUS U
kanbius. Hanbomee moaBepKeHbI ACHCTBHUIO JIeKap-
CTBEHHBIX MIPENapaToB ObICTPHIC KATMEBIC KAHAIIBI.
Wx Gnokanga BeleT K 3aMEJICHUIO PEIOJIspH3aliu
Y YUIMHEHWIO TOTEHIMANa JICWCTBUS, YTO TPUBO-
T K yaauHeHuto uHtepBaita QT u u3MeHeHusM
3yoroB T n U na DKI'. 3amennenue penoispusa-
MM MOXET BBI3BATh MOCICAYIONIYIO AKTHUBAIIHIO
HAaTPUEBBIX KAHAJOB U KaJbIMEBHIX KaHATOB L-TH-
Ia, 4YTO IPUBOJIUT K PAHHUM MOCTACTIOISIPU3ALUSIM,
KOTOpBIE B CBOIO O4Yepe/b 00JIaJar0T TPUTTEPHOU
aKTUBHOCTBIO.

Y HEKOTOPHIX MAaIMEHTOB C MPUOOPETEHHBIM
cuHApoMOM  yanuHeHHoro mHTepBaa QT BcTpe-
qaeTcs cormyTcTBytomas forme-fruste BposkaeHHOTO
LQTS, npu koTOpoii MyTalus Wid MoauMopdusm B
OJTHOM W3 T€HOB UOHHBIX TPAHCIIOPTEPOB KIMHUYE-
CKH HE TIPOSIBIISIETCS IO KOHTAKTa C OMPEIeIeHHBIM
JIEKapCTBEHHEIM TIpenaparoM [23]. B mokoe y aTux
MAIMCHTOB UMEETCsl M30BITOK (PYHKIIMOHUPYIONIUX
MOHHBIX KaHAJTOB, TAK HA3bIBAEMBIN pe3epB PEMOIs-
pU3aIuK, HO ST HOHHBIE KaHalkl (B yactHOCTH [KS
u IKr) Gonee BOCIPUUMYHBHI K BO3ICUCTBUIO «TPH-
TTEPHBIX» TPErapaTroB. YCYryOuTh CUTYaIHI0 MO-
KET CHIDKEeHHUE Juciia (yHKIIMOHUPYIOIINX HOHHBIX
KaHaJIOB BCJIEJICTBHE COITyTCTBYIOIIMX COCTOSHUIA,
TaKUX KaK TUMOKAJIMEMUs, UHPAPKT MHOKAP/Ia UK
XPOHHUYECKAs CepIeUHasi HEAOCTATOUHOCTb.
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PaccMoTpeHHbIE BBINIE H3MEHEHHS Kak MpH
BpPOJKIIEHHOM, TaK M mpu mpuodpereHHoM LQTS
IIPOUCXOAT NPEUMYLIECTBEHHO B BOJOKHax Ilyp-
KHHBE H CpeI[HC-MHOKapI[HaJ’IBHOfI MomyJjasanun
M-KJIEeTOK, MOTECHIMAJ IOKOSI B KOTOPBIX OoJee
MOJIOXKUTENICH, YeM B CYOdHIIO- U CyOdIUKApIM-
ANBHBIX KJIETKaX MUOKApP/Ia KeyJOUKOB, a YIJTHHEe-
HUE MOTEHIIMANA JICUCTBHS OoJiee BHIPAXKECHO M3-32
YBCIMYCHHOT'O TOKAa MOHOB HATpHUA BHYTPb KJIICTKHU
1 cnaboro (PyHKIIMOHUPOBAHUS MEJICHHBIX Kajlu-
€BBIX KaHAJIOB.

OTO MPUBOIUT K JUCIEPCHU PEMOISPHU3ANNUN
MeXITy M-KIeTkamMu W cyOsmu- u cyOdHmoKap-
JUANTbHBIMA ~ KapJIMOMUOIIUTAMHU, YTO SIBIISICTCS
MOTEHIIHAIIBHO apUTMOTEHHBIM CyOCTpaToM H B
COUYCTAaHUHN C PAHHUMHU U OTCPOYCHHBLIMU MOCTAC-
MOJISIPU3AIMSIMH TIPOSIBIIICTCS. B BUJIC XapaKTEPHOU
CHUHYCOUJIATTBHOM BOJHBI TOTUMOPGHON KeTya04-
KoBOHW Taxmkapmuu torsade de pointes, koTopas B
JMaTbHEHIIIEM MOXET TIEPEXOAUTh B (HOPHIIISAITHIO
JKEIYJOUKOB.

Onekrpopuznonorndeckue MexaHm3mbl KT
TUTIA «IHPYIT» IO CUX MOp HE MMEKT OJHO3HAY-
HOTO 00bsicHeHHS. [T0CTOSTHHOE U3MEHCHUE aMITIH-
TYJbI U TIOJSIPHOCTH JKENTYTOYKOBBIX KOMILICKCOB
MOCITY)KAJIO OCHOBAHUEM JIISI TPEATIONIOKCHHS O
CYHICCTBOBAHNU KaK MUHHUMYM JIBYX HE3aBUCHUMBIX,
HO B3aUMOJENCTBYIOIIUX JIPYT C APYTOM OYaroB re-
rentry Win HECKOJIbKUX OYaroB TPUITEPHOU aKTHB-
HOCTH, CBSI3aHHBIX C PAHHUMH MOCTACTIOSIPU3AIIH-
SIMU ¥ 3aITyCKAIOIIIMHUCS 32 CUET aJpCHEePTUUCCKON
aKkTuBaryuu [24].

Knunuueckasa kapmuna

IIpn BpOXAEHHOM CHUHAPOME YAJIUHEHMS
unTepBana QT BbIIENAIOT TPY OCHOBHBIX KIMHUYE-
CKUX BapuaHTa:

* AYyTOCOMHO-IOMHHAHTHBIA THT (CHHApOM Po-
MaHoO-Yop/a), KOTopbli BKItodaeT moarunsl LQT1-
6 u LQT9-15 u xapakrepusyercs U30JUPOBAHHBIM
yanuHeHneM uHrepsana QT.

*  AYTOCOMHO-PELIECCUBHBIA THUI (CHHIPOM
Jlxepsemna-Jlanre-Hunmbcena), miss KOToOporo xa-
PaKTEpHbI OYEHb BBHIPAXKEHHOE Y UIMHECHUE NHTEPBa-
na QT u 1ByCTOpOHHSSI CEHCOHEBpaIbHAs ITyX0Ta,
BO3HHKaromas BcieacTBre norepu GpyHkmun Kop-
THEBA OpraHa U3-3a KpUTHYECKOT0 CHI)KEHUS KOJIH-
YecTBAa MOHOB KaJIUSl B OMBIBAIOILECH €0 )KUAKOCTH.

* AYyTOCOMHO-JOMUHAHTHBIM THIT C 3KCTpaKap-
JUAJIbHBIMU IPOSIBICHUAMH, IOAPa3AEIIIIOLUics
Ha CIJIEAYIOINE MOITUIIBL:

- LQT7 (cunnpom Anpaepcena-TaBuina), mpu Ko-
TopoM yuMHeHue QT coueraercs ¢ BbIpa)KEHHOMU
U-BoJHOH, monmuMopdHO WM ABYHAIpPaBICHHON
JKEIYJOUKOBOM TaxUKapAUEH, aHOMAIUAMM pas-
BUTHSI KOCTHOM CHUCTEMBI (HU3KOPOCJIOCTh, MUKPO-
THaTHsA, OOJIBIIOE PAcCTOSTHUE MEX]Ty TJIA3HUIAMH,
HU3KOE PACIIOJIOKEHUE YIIHBIX PAaKOBUH, CKOJHO3,
KJIMHOJAKTHIINS) U TUIIEP/TUIIOKATHEMUYECKUM T1e-
PHOANYECKUM MapaTHUOM.

- LQTS8 (curmpom Tumotn), mist KOTOPOTO Xa-
pakrepus! yanuaenue QT, cungakTumms, Maabhop-
MaIu cepana (OTKPBITHIN apTepualbHbIN MPOTOK),
pasHbple HapyLIEeHHs MPOBOAMMOCTH (IIpexosiiast
u nocrosiuHas Gopmel AB-Onokaast 1l crenenu c

Journal of the Grodno State Medical University, Vol. 16, Ne 4, 2018



MpOBEJICHNEeM Ha JKenyZodku 2:1), pacctpoiicTBa
ayTHCTUYECKOTO crieKkTpa u qucmopdusm. [pu cun-
npome TumoTn oT™MeuaeTcs Hauboee BhIpakKeHHOE
ymunenne uaTepBana QT (mo 700 mc), compoBo-
JKAaroleecsl KpailHe BBICOKMM PHUCKOM BHE3alHOM
CeplIeYHOl cMepTH (CpefHss MPOAOIKUTENEHOCTh
YKU3HH COCTABIISIET 2,5 TO/a).

Kimanueckoe Ttedenne BpoxaeHHoro LQTS
BechbMa BapHalelbHO M 3aBHCHUT KaK OT T€HOTHIIA,
TaKk U OT BHEUWIHHUX (PAKTOPOB KM3HM MAIMEHTA.
B uacTHOCTH, OCHOBHOM mNpoBOLUpYIOWKH (ak-
TOp JUISI CHHKOIIAIBHBIX COCTOSHUI TPU T€HOTHUIIE
LQTS1 — ¢usuueckas Harpyska, u 6onee 62% ciry-
4aeB apUTMHUYECKUX TMPOSBICHUHA MPOUCXOAAT MIPH
TpeHupoBkax [25]. CaMbIM THUMIUYHBIM TMPOBOIIH-
PYIOIIUM BHJIOM HAarpy3ku Ui JaHHOTO Te€HOTHIIa
CUUTACTCs IJIABaHUE WM HBIpsiHUE [26]. Y manueH-
toB ¢ LQTS2 apurMun game pa3BUBalOTCS B OTBET
Ha SMOIMOHANBHEINA cTpecc (49%) niu BHE3aITHBIH
3BYKOBOW CTUMYJ (Hampumep, OyAMIBHAK WIIA Te-
neOHHBIN 3BOHOK), peke BO BpeMs cHa (22%) niu
TpeHnpoBok (19%) [25]. ¥V manuentoB ¢ LQTS3 Ha-
pYILICHHSI PUTMA Yallle pa3BHBAKOTCS BO BpEMs CHA
WJIH 3TTM30/10B Opajukapaun. Kimmandeckue nmposs-
JIEHUs1 Yy HUX MeHee BelpaxeHsl, ueM npu LQTSI1 or
LQTS2, HO TIOBBIIICH PUCK BHE3AITHOW CEPACUHOMN
cMepTH [26].

OnpeneieHHOE 3HaYeHUE B TeUeHHH 3a00JieBa-
HUS UMeeT 1o nanuenta. CynecTBeHHO 00BN
PUCK apUTMUYECKHUX OCIOKHEHHWA MMEIOT KEHIIH-
Hel. [locne Havama myOepTaTHOrO Tepuoja MHTEp-
Bai QT y My>XYMH HECKOJIFKO YKOPAaYHBAETCS, YTO
MOYKHO OOBSCHUTD MOBBIIICHUEM YPOBHS TECTOCTE-
pOHa, YCKOPSIIOILIETO TOK Kalus 4epe3 ObICTphIe Ka-
nueBble KaHanbl [27, 28].

Knunnueckne npossnenns LQTS Bximrouaror:

- U30JIMPOBAHHOE yajauHeHue uHreppana QT;

- cuHKoMe ¢ ynHeHneM uarepsana QT;

- cuHkorne 0e3 yamHenus uarepsana QT;

- KHEMOE», TATeHTHOE T€YEHHE C HATUYUEM BBI-
COKOI'O pUCKa CHHKOIE 0€3 OUeBUIHBIX IMPOsBIC-
HUH 3a00J1eBaHUS.
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LONG QT SYNDROME. PART 1
'Kalatsei L.V., ?Snezhitskiy V. A.
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Long QT syndrome (LQTS) is a potentially life-threatening channelopathy, accompanied by a prolonged OT
interval on a 12-channel ECG, syncopal conditions and a high risk of sudden cardiac death due to the development of
torsade de pointes (TdP) polymorphic ventricular tachycardia. The primary goal in the management of patients with
LQTS at the present stage is prevention of undiagnosed forms, its adequate treatment and prophylaxis, facilitated by
the rapid development of molecular biology and genetics. The first part of the present review reflects the history of
LQTS research and the latest achievements in studying its etiology, epidemiology, pathogenesis and clinical features.

Keywords: long QT syndrome, torsade de pointes polymorphic ventricular tachycardia, drug-induced LOTS,

syncope.
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