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Exeronno BHe3amHas cepaeuHas cmepTh (BCC) sBasiercsa npuunHoii rudenn 400 toic. xxuteneit CLLUA, mpuuem
B 10-20% ciy4aeB jieTaqbHBIA MCXON OOYCJIOBJIEH MPUCYTCTBUEM HAC/IENCTBEHHON marojoruu. CHUHIPOM
Kopotkoro uHrepBaiia QT ocTaeTcst peKo AMarHOCTUPYEMbIM; OH OMUCAH CPABHUTEILHO HEIABHO, MO3TOMY
MpakTUyeckn HeusBecTeH. KiMHMYeckasi KapTMHA CUHApPOMa KOpPOTKOoro mHrepBasa QT xapaktepusyercst
MOSIBJICHUEM CUHKOMAJIbHBIX MM OOMOPOUYHBIX cocTostHUiI U ciaydaeB BCC y ManueHTOB C BEJIUMUYMHOMN
koppurupoaHHoro uHrepsaia QT < 320 mc. [IpuurHON CMHKOMATBHBIX COCTOSIHUI Y GOJIbHBIX C CUHAPOMOM
KopoTkoro uHTepBasia QT MOTyT ObITh MapoKcu3Mbl GubpwLstun npencepauii (PI1) wim KerynTouKoBbIe
HapyIleHUs] pUTMa, KOTOPbIE B OOJIBIIIMHCTBE CJIYYaeB SIBJISIIOTCS TIEPBBIM MPOsIBIICHUEM 3a00JIeBaHUS, TTO3TOMY
yaile BCTPEYaroTCsl B JETCKOM M IOAPOCTKOBOM Bo3pacTax, omnucaHbl ciaydyau PI1 y HOBOpPOXIEHHBIX.
TeHeTuueckoe oOcieqoBaHUe OOJIBHBIX IMOKA3ajl0, YTO CHUHIPOM KOpoTkoro uHTepBaia QT sBisiercs
HACJIE[ICTBEHHO OOYCJIOBJIEHHOM MAaToJIOTHEl, B OCHOBE Pa3BUTUSI KOTOPOW JIEXAT pa3iMyHble MyTallMu TeHa
KaJIMeBbIX KaHaIoB. [eHeTHuecKuil monmuMopdusm cuHapoma KopoTkoro uHrtepBasa QT mposiisieTcsi mpu
JICYCHUU TAILIMEHTOB aHTUAPUTMMYECKUMU TpenapaTaMy. EMUHCTBEHHBIM 3((GEKTUBHBIM METOIOM JICUCHUSI
MalMeHTOB C CHHAPOMOM KopoTkoro mHTepBaja QT B Hacrosiliee BpeMsi paccCMaTpUBAIOT MMILIAHTAIUIO
KapanoBepTepa-nebudpuIsITopa.

Karoueevie caosa: BHe3amHasi CMepTb, CMHIPOM KOPOTKOro MHTepBaia QT, MMIIaHTauus KapauoBepTepa-
nedubpusaTopa.

Every year, sudden cardiac death (SCD) takes lives of 400 000 American citizens, and in 10-20% of the cases, fatal
outcome is explained by hereditary pathology. Short QT interval syndrome remains rarely diagnosed, and virtual-
ly unknown, as it was described just recently. Its clinical course is characterized by syncope or fainting episodes,
and SCD in patients with corrected QT interval <320 ms. In patients with short QT syndrome, syncope can be
caused by atrial fibrillation (AF) paroxysms or ventricular arrhythmias. AF episodes are typically the first manifes-
tation of the disease, being registered more often in children and adolescents; some cases in new-born babies have
been described. According to genetic examination results, short QT syndrome is a hereditary pathology, explained
by various mutations of potassium channel gene. Genetic polymorphism in short QT syndrome manifests during
antiarrhythmic treatment. At present, the single effective therapeutic method for such patients is cardioverter-
defibrillator implantation.

Key words: Sudden death, short QT interval syndrome, cardioverter-defibrillator implantation.

Exeromno BHe3ammHast cepaeuHas cMepTh (BCC) saB-
ngetcs npuanHo Tnoenn 400 Toic. xuteneit CLLA, mpu-
yeM B 10-20% citydaeB jieTajbHbIi MCXO 00YCIOBICH Ha-
JINYMEM HacJeACTBeHHOU matojoruu [17]. OmHumu u3
HamboJee pacIpoCTpaHEHHBIX 3a00JIeBaHU, OIPEICIIsi-
FOIIMX BBICOKMI pHCK Bo3HUKHOBeHUsI BCC, aBistioTcs
cuHIpoM mmmHHOro mHTepBana QT, cuuapom Bpyrana,
CUHIPOM MIPEKIEBPEMEHHOTO BO30YKICHHS XKETyIOYKOB
C MPUCTYIIAMU XKeJIYI0YKOBOM Taxukapauu [2,6]. Boisis-
JIeHHe HaCJIeICTBEHHOM ITaTOJIOTUH B CEMbSIX C BEICOKIM
puckoMm paszputrsi BCC mo3BossieT Bpady CBOEBPEeMEHHO
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PeIINTh BOIPOC 00 MMITIAHTAIIMN KapIHOBEPTEPOB-Ie-
dubpusTopos [10].

MexaHu3maMu, JieXallUMUA B OCHOBE Pa3BUTHUS
BCC, B GOBIIMHCTBE CITy4daeB SIBJISTIOTCS JKETyI0YKOBast
taxukapausi (KT) n pubpumsiuums xemrynoukon (DXK)
[6]. Hanbosiee yacTo KeayIOuYKOBbIE HAPYLUIECHUSI pPUTMA
(?KHP) couerarorcs ¢ yBeaIMIeHUEM ITPOIOJIKUATEIIEHOC-
™ nHTepBaia QT. Ymmaenune naTepBaia QT ciryKuT yc-
TaHOBJICHHBIM MapKepoM prcka BCC, B To BpeMsI KaK ero
YKOPOUYCHUIO TIPMUAAETCSI MEHBIIIee KIIMHNYECKOe 3Haue-
Hue [8].
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MHnenue no npodaeme

CunapoM kKopotkoro nHTepBaia QT peako auar-
HOCTHMPYETCSI, TIOCKOJIbKY OIMCaH CPaBHUTEIbHO HellaB-
Ho B 2000r Gussak I, et al. [9], u mo3TOMY MpaKTUYECKU
HeusBecTeH. B 2005T ObuiM OmyOIMKOBaHbI pPe3yabTaThl
HaOmoaeHus 15 malueHToB ¢ KOpOTKUM MHTepBaioM QT
[14]. B paboTe yoenuTeabHO MPOIEeMOHCTPUPOBAHO, UTO
ykopoueHre uHTepBaia QT sBisercs HaciaeIyeMbIM
MPU3HAKOM U COYETACTCS C BHICOKMM PUCKOM Pa3BUTHS
JKU3HEOIACHBIX apuTMUi. JImuTenpbHOe HaOMoaeHne 3a
CEMbSIMU 3THX TAIlMCHTOB ITO3BOJIMJIO C/IE/IaTh BBIBOII,
qyTo yKopodyeHue uHTepBana QT Takke sSIBISIETCS OMHUM
13 HeOJIaronpusaTHBIX (akTtopoB pucka (DP) pasputus
BCC [14].

YacroTra pacnpocTpaHeHUs CHHApPOMa KOPOTKOTO
uHTepBaia QT B momyJssiMy HEU3BECTHA, HO UMEIOIIIMe-
Ccs1 IyOJIMKAIIMU CBUJIETEIBCTBYIOT O €r0 TOBCEMECTHOM
pacrnpocTtpaHeHHOCTH [15]. CUHAPOM KOPOTKOTO MHTEP-
Bana QT saBnsieTcst HauboJee YacToi MPUUMHON CMEPTU
JIeTeil 1 moapocTKoB. JleOoTupoBaTh 3a0071eBaHUE MO-
JKET C POXKJIEHUSI MMallMeHTa, ropas3io PexXe B 3peJIOM BO3-
pacrte [14].

KinnHuueckast kapTuHa CUHApPOMa KOPOTKOTO WMH-
tepBaia QT xapakTepu3yeTcsl TOSIBIEHUEM CHUHKOIIAIb-
HBIX UJIK OOMOPOYHBIX cOCTOsIHUI 1 ciydaeB BC y maiu-
€HTOB C BEJIMYMHOM KOoppurupoBaHHOro uHrepBaia QT
(QTc) < 320 mc [9]. [TpuurHO#N CMHKOMATBHBIX COCTOSI-
HU y O0JBHBIX C CUHAPOMOM KOpOTKOro nHtepnana QT
MoryT 66ITh Tapokcu3Mbl DIT wmm JKHP. Dmmzonsr OI1 B
OOJIBIIMHCTBE CIy4aeB SIBJISIIOTCS TIEPBBIM IPOSIBIIEHUEM
3a00J1eBaHUsI, TIOTOMY Yallle BCTPEYaroTCs B IETCKOM U
MOIPOCTKOBOM BO3PACTax, OMUCAHbBI CJIydau TOSBICHUS
®I1 y HoBOpOXXIeHHBIX [9,14]. [TpomoKUTEIbHOCTD T1a-
pokcuszMoB PI1 MoxkeT BapbUpOBaTh OT HECKOJIbKUX MU~
HYT J0 HECKOJIbKMX CYTOK, MHOTIa KOPOTKUI MHTEpBa
QT coueraercs ¢ iepmaneHTHOM popmoit DIT. IMpucty-
el OIT ipu cuHapome KopoTkoro QT Beerna TsKeo me-
peHOCATCST OOJIBHBIMU, TTPOTEKAIOT C OLIYIIIEHNEM BbIpa-
SKEHHOTO Cep/1IeOMEHNST, OMIBIIIKHU, B PEIKHUX CITydasiX Mo-
Tepeii co3HaHms [15].

BOnuzonsl ZKHP nipu cuHapoMe KOpoTKOro MHTEP-
Bana QT MoryT ObITh €IMHCTBEHHOM apUTMUEN I CO-
yetatbest ¢ PIT [17]. Hanmnune monmMopdusma apuT-
MMI1 TIpY JAaHHOM CUHAPOME 3HAYMTEIbHO OTJINYAET ero
oT 6ospMHCTBa Apyrux. Hanbonee yacro KHP nmosis-
Js10TCs ocyie 40 JeT, OMHAKO YeTKasi BO3pacTHasl 3aBU-
CHUMOCTb OTCYTCTBYET. BMecTe ¢ TeM, CyIIecTBYeT OIpe-
JIeJIeHHasT B3aMMOCBSI3b MEXIY YacTOTOM IPUCTYIIOB
apUTMUM U JJUTeNbHOCThIO uHTepBaia QT. Ykopoue-
Hue uHTepBaia QT y neTeil ¢ OTAroIEeHHBIM CEMEHBIM
aHaMHE30M KOPPEIUPYET C TSKECThbIO KIMHMYECKUX
nposieineHuii [1]. Yem menbie QTc, Tem yalie Bo3HU-
KaloT MapOKCU3Mbl apUTMUIA U BBIIIE PUCK Pa3BUTUS
BC. TakuMm o6pasom, ykopoueHue nHtepnaia QT saBis-
eTcsl He3aBUCUMbIM PP pa3BuTHST XKU3HEYTPOKAIOLINX
aputmuii [1,14].

DekTpokapauorpadudeckue — XapaKTepPUCTUKU
cuHIpoMa KopoTkoro mHrepBasia QT mpencraBieHbI
yMeHblieHueM BpeMeHu QTc < 320 mc, yMeHbIIEHUEM

WJIM MHOT/A MTOJIHBIM OTCYTCTBUEM cerMeHTa ST 1 BBICO-
KUMU, Y3KUMU, CHMMETPUYHBIMU 3yO1iaMu T B TPYIHBIX
otBeaeHusx [14]. UurepBan QT HeoOXoaMMO U3MEPSITh B
MOKOE, IPY HOPMAaJIbHOM 4aCTOTe CepleYHbIX COKpallle-
muii (YHCC) [3].

OIHMM M3 BaXKHBIX KPUTEPUEB B IMATHOCTUKE CUH]I-
poma kopotkoro QT siBysteTcs mpoBeieHre TecTa ¢ pu3u-
yeckoit Harpy3koi (T®OH) [17]. B HopMe y 3mOpOBBIX JINIL
CYIIECTBYET KOMITEHCATOPHasl 3aBUCHMOCTbD JJTUTEIbHOC-
™ unTepBaiga QT or YCC. Ilpu TP®H ¢ yBeamyeHUEM
YCC BennunHa uHTepBaia QT 3HauUMTENbHO YMEHbIA-
€TCsI; y TAIMeHTOB ¢ CMHIPOMOM KOPOTKOIO MHTEpBajia
QT ¢ yBenmuuenueM YCC nmpoaoKUTeIbHOCTh MHTepBa-
na QT MeHsieTcst He3HAUMTEIbHO, a B PSIE CIydaeB OH fa-
Ke yBenuuuBaeTcs [14]. MexaHu3M BO3HMKHOBEHUS
5TOI MapafgoKCaJIbHOM peakliMu 10 KOHLIA HE U3YYEH.

ITpu puarHoctuke cuHapoma Kopotkoro QT Heo0-
XOIMMO WCKJIIOYMTh BCE BO3MOXHBIE NPUYMHBI YMEHb-
meHust uaTepBaia QT, Takue Kak TUIepKaJIueMus, Th-
MepKaJblLIMEMUs], alliI03, TUIIEPTEPMUSI, IIEPEI03UPOBKA
CepACYHBIX TIMKO3UIOB. BbICOKOE comepkaHue alleTrI-
XOJIMHA KaTeXOJJaMMHOB MJIM TECTOCTEPOHA B KPOBU TaK-
K€ MOXeT ymMeHbLath uHrepsan QT [7,11].

ITpu snexTpodU3NOIOrNUEeCKOM HCCaeIoBaHUMN 15
MalyeHTOB ¢ CUHAPOMOM KOpoTKoro nHtepnaia QT ObI-
JI0 00HapyKeHO yKopoueHue 3¢ GEKTUBHOTO pepakTep-
HOTO TIepro/a NMPeICepAMiA 1 KeTyI04KOoB, ipudeM y 90%
nmanueHToB OblTy MHAyLMpoBansl 2KT v @XK [14].

[eHeTnyeckoe odcnenoBaHue OOJBHBIX MTOKA3alo,
YTO CHMHIPOM KOpOTKOro mHTepBasia QT sBisieTcs
HAaCJIEACTBEHHO OOYCJIOBJIEHHON MaTOJIOTHE, B OCHO-
BE Pa3BUTHUsI KOTOPOI JIexKaT pa3IMYHbIe MyTallUU Te-
Ha KaJIMEBBIX KaHaJIOB [6]. [eHeTHUeCKMii MOJIMMOp-
¢u3Mm cuHapoMa kopotkoro uHtepBana QT npencrtas-
neH mytanusimu reHoB KCNH2 u KCNQ1 u nposiBnsi-
eTCs MpPU JICYEHUU ITallMeHTOB aHTUAPUTMHUYECCKUMU
npenaparamu [4,5].

Pa3Butre >Ku3HEyrpoxXaroimx apuTMHI TIPU CUH/I-
pome kopotkoro nHtepBana QT cBs3aHO ¢ YMEHbILIECHU -
€M TIPOIOJIKUTEIBHOCTH MOTEeHIIMAIa IEHCTBUS, C TI0C-
JISAYIOIIUM TOSIBIEHUEM 3JIEKTPUUYECKON TeTepOreHHOC-
TU MUOKap/a, 1 BOSHUKHOBEHHUEM KETyTOYKOBBIX apUT-
Muii 1o MexaHusmy re-entry [12,13].

MaxkcumanbHoe ykopoueHue uHtepBaia QT Bo3HU-
kaeT npu HusKoit YCC [17]. Takum oOpa3oM, MosIBJIeHUE
KEJTYTOUKOBBIX 9KCTPACUCTOJI, KOTOPBIE SIBIISTIOTCST BO3-
MOXKHBIM TpurrepoM pa3Butusi KT, y 00JbHBIX C CHHAPO-
MOM KOpoTKoro mHtepBaja QT HauboJjiee 4acTo BO3HU-
KaloT BO BpeMsl OTabIxa U B rokoe [14].

EnuHcTBeHHBIM 3(D(DEKTUBHBIM METOAOM JICUSHMUS
MaleHTOB ¢ CUHIPOMOM KopoTkoro mHTepBasa QT B
HACTOsIIIee BPeMsl CUMTACTCSl UMILIAHTALIUSI KapIroBep-
Tepa-aeuopwIsaTOpa. PaszinmyHbie aHTUAPUTMUYECKUE
rpenaparbl, Takue Kak COTaIo), MOyTWINA 1 (hIeKauHU
He MpeaoTBpalialoT pucka pa3surtus BC, a B psine ciyya-
€B MOTYT OBITb OITACHBIMU JIJIsT 00JIBHOTO [16]. Y manueH-
ToB ¢ MyTauueidr KCNH2 HazHaueHre XUHUAMHA YBEIU-
yuBaeT 3G(PEKTUBHbBIN pedpakTepHbI TEPHUO, XKeJTyI0u-
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KOB ¥ TIPEIISITCTBYET BO3HUKHOBEHUIO JKETYIOYKOBBIX
aputMuii [18]. XMHUAWH TIpU CUHAPOME KOPOTKOTO MH-
tepBaia QT MOXeT MCITOJIb30BaThCsI BMECTE C YCTAHOB-
KoM KapauoBepTepa-neduopusuisITopa i MpohuIakTh-
k1 3130108 PI1, nim Kak ajibrepHaTUBa XUPYPruuecKo-
My JieueHuro y aeteit [18].
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