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I Linbynbkun Hukonait AHaTonbesuy

OOHOU U3 YacmbIx NPUYUH PA3BUMUST MSKEbIX XeryO0ouK0o8bIX HapyweHUl pumma siersiemcsi CUHOPOM yOnuHeHHO20 UHmepearna
QT. Kak epoxdeHHble, mak u npuobpemeHHbie e20 hopMbl C83aHbl C HapyWeHUeM MOMEKYISPHbIX MexaHu3Mos arekmpudeckoll
akmusHocmu 8 membpare Knemok Muokapda. B cmamese paccMampugaromcsi OCHOBHbIE acrekmabl namoaeHe3a, OuagHOCMUKU, fiede-
HUs1 u Npogbunakmuku cuHopoma ydnuHeHHo20 uHmepeana QT, akmyanbHble 8 npakmuveckol pabome mepanesma u kapduoroaa.

KnioueBble cnoBa: cuHOpoM ydnuHeHHo20 uHmepesana QT, namozeHe3, duaeHOCMUKa, JledeHue, Npoghunakmuka.
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Long QT syndrome — the main clinical
and pathophysiological aspects

One of the most frequent causes of serious ventricular arrhythmia syndrome is an elongated interval QT. Both congenital and ac-
quired forms related to its violation of the molecular mechanisms of electrical activity in the membrane of myocardial cells. The article
discusses the main aspects of the pathogenesis, diagnosis, treatment and prevention of the syndrome elongated interval QT, current

practice in the practitioner and cardiologist.

Keywords: syndrome in an elongated interval QT, pathogenesis, diagnosis, treatment, prevention.

WcTopus oTKpbITUA U U3yYeHUs

MepBoe ynomuHaHve o heHoMeHe yanuHeHns uHitepeana QT
3MeKTpoKapanorpamMmmbl 1 CBA3AHHBLIX C HUM KIIMHUYECKUX Npo-
ABNeHMsAX oTHocuTcs kK 1957 rogy U NpuHaanNexvT ABYM HOPBEX-
ckum Bpadam A. [xepsenny (A. Jervell) n ®. NlaHre-Hunbcery
(F. Lange-Nielsen), onybnukosasLIMM onncaHne KIMHUYEeCKOro
cnyyasi coveTaHusi BPOXAEHHON FMyXOTbl C peLnanBmpyoLwLnumm
npucTynaMmy NoTepu Co3HaHWs U yanuHeHnem uHtepsana QT
Ha OKI. [JaHHasi KNMHWKO-aneKkTpoKkapanorpaduyeckas kapTmHa
6bina HasBaHa aBTopamu CypAo-kapavarnbHbIM CUHAPOMOM, HO
B JanbHellleM cTana M3BecTHa kak cuHApom [hxepsenna —
JlaHre-Hunbcena (OJTH). AHanornyHble cnyyam 6binm onucaHbl yxxe
B cneaytowem rogy C. Woodworth u S. Levine. Yepes Heckonbko
net nocre nepsov nybnvkaumu, B Hayane 60-x rogos, C. Romano
n O. Ward HezaBuc/MO Apyr OT Apyra onucany ABe CEMbMU, YNeHbI
KOTOPbIX A@MOHCTPMPOBAsv PELVANBUPYIOLLME NPUCTYMbI NOTEPU

CO3HaHWA 1 yanuHeHne uHtepsana QT, HO MMenu HopMarbHbIN
cnyx. [JaHHas naTonorusi BCTpeyanach 3Ha4YuTenbHO yalle, Yem
cuHgpom OJ1H, n 6bina HasBaHa cuHgpomom PomaHo — Yopga
(PY). Mo mepe OTKPbITUSA HOBbIX FEHOTUMNYECKUX U KITMHUYECKNX
BapvaHTOB CoYeTaHWe CUHKOMalbHbIX COCTOSIHUIA apuTMu4e-
CKOro reHesa C yBENUYEHHOW NPOAOIHKUTENBHOCTBIO MHTEpBana
QT 6bino Ha3BaHO cuHApPOM yanuHeHHoro QT mHTepsana (yQT).
B panbHenwem 6binn onybnukosaHsl (Yanowitz F., 1966) pesynb-
TaTbl 3KCNEPUMEHTanNbHbIX NCCNENOBaHWI Ha cobakax, y KOTopbIX
NpPOBOAMIIACE OAHOCTOPOHHSIS CTUMYMSILUA 3Be344aToro cumnaTi-
YeCcKoro y3na, NpyBoAMBLLAsI B TOM YWCIE U K YANMHEHWIO UHTEp-
Bana QT. Mony4yeHHble AaHHblE NO3BONWUMAW NPEANONOXUTb, YTO
cuHgpom yQT cBsidaH € HapylleHneM GanaHca cuMnaTU4ecknx
BNWSIHWUI Ha cepaue. OTa Touka 3peHus cTana OCHOBOW ANS KMUHK-
4YeCcKoro NPMMeHEHNS NEBOCTOPOHHEN CUMMNaTUYeCcKon AeHepBaLmm
cepaua y nauMeHToB € pasnuyHbIMK BapuaHTamu cuHgpoma yQT.
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XoTe B AanbHenweM u 6binun BbisiBNEHbl 6onee TOHKME MONeEKy-
NAApHble MexaHU3Mbl 3TOW naTonornn, TeM He MeHee, AucbanaHc
cMMnaTU4eckon MHHePBaLMM CepaLa MOXET paccMaTpmuBaThCs Kak
OOVH 13 hakTopoB natoreHesa cuHapoma yQT. O6 atom ceufe-
TENbCTBYET NONOXUTESNbHBIV KNMHNYECKUIA 3hDEKT NEBOCTOPOHHEN
cumnaTnyeckon aeHepsauuy cepgua y 6onbLIMHCTBA NaLMEeHTOB
C AaHHbIM 3aboneBaHveM. JlornyeckumM NPoaoIMKEHNEM STOW KOH-
Lenuum Nocnyxmno LMpoKoe BHEAPEHWE B NPaKTUKy npodunak-
Tuyeckon Tepanun 6eta-6rnokatopamu, KoTopasi U B HacTosillee
BpeMsi OCTaeTCst OAHWUM U3 OCHOBHBbIX HarnpaeneHuii HeMHBa3MBHOTO
neyeHns Takmx 6onbHbIX.

CyLLUecTBEeHHbIM NOACMOpPbeM B U3yveHun cuigpoma yQT sBu-
nock cosgaxuve B 1979 rogy mexagyHapogHoro pernctpa 6omnbHbIX,
UMeloLLMX BpoXaeHHoe yanuHeHve nHtepeana QT. Ha cerogHsaw-
HWUI AeHb B HEM YWCTIIUTCSI MOYTU NMONTOPbI ThICSYN CEMEN, YneHbl
KOTOpbIX MMEIOT T UMW UHble NpusHakn cuHapoma yQT. ObLuee
ymcno 6onbHbIX, HAaXOAALWMXCS TakuMm ob6pasom noa HabnaeHnem
NpeBbILLAET TPU C MOMOBUHON ThicsAun. ViccnenoBaHusi, OCHOBaH-
Hble Ha CBeJeHMWsIX U3 3TOro perncTpa, NocmnyXunM OCHOBHbBIM UC-
TOYHUKOM [AaHHbIX MO BONpOcam naToreHesa, reHeTUYecknx Mexa-
HM3MOB, a Takke haKTOPOB pUcka 1 NPOrHo3a paccMaTp1MBaemMoro
3aboneBaHus.

KrnnHuyeckoe 3HayeHne COCTOSHUIA, CBA3AHHBIX C YANMUHEHUEM
uHTepsana QT, cyLLeCTBEHHO pacLuMpunock brnarogaps oTKpbITUIO
TaK HasblBaeMoro npnobpeTeHHoro cuHapoma yQT, BO3HMKatoLLEro,
Kak npaBuIno, BCreacTBMe NprMemMa onpegeneHHbIX NeKapCTBEHHbIX
npenapaToB. [Mpno6GpeTEHHOCTb U TPAH3UTOPHOCTL YAMHEHUS
uHTepsana QT BcneacTBre MeAUKaMEHTO3HON Tepanun He Aenaet
3TOT BapuaHT CMHAPOMa MeHee onacHbIM Mo NocneacTBUAM U Npo-
rHo3y. MauneHTbl ¢ gaHHoW dopmoi cuHapoma YQT Ha npakTuke
BCTPEYAOTCS CYLLIECTBEHHO Yallle, YeM C ero BpoXAeHHbIMU cop-
Mamu, 4YTO 1 onpeaensieT ero NPakTUYECKYLo akTyanbHOCTb.

Anuaemuonorus n MonekynspHbie MexaHU3Mbl

Ha cerogHawHui aeHb cuHapom yQT paccmaTpuBaeTcs Kak
rpynna CxXofHbIX Mo naToreHe3sy, KNMHUYECKOW KapTUHe, TEYEHUIo
W NPOrHO3Yy COCTOSIHUM, 06beaNHEHHbIX OBLLHOCTBIO SnekTpokap-
avorpaduyecknx NposiBNeHNn B BuAe pasnuyHoi cTeneHn yanu-
HeHus uHTepBana QT B COY4ETAHUM CO CKITOHHOCTLIO K PasBUTUIO
XKM3HEeYrpoXaroLLMX HapyLleHuin cepaeyHoro putma. B ero ocHo-
BE NMEXUT aCMHXPOHHOCTb Penonsipu3aummn pasnuyHbIX y4acTKoB
MWOKapAa >XenyaoyKoB U, Kak crieAcTBue, yBenuyeHve ee obLuen
NPOAOIMKUTENbHOCTU. dneKkTpokapanorpadmnyeckuMm npusaHakoM
aCUHXPOHHON penonsipusaunMn MUokapaa sIBNsetcs yanuHeHue
nHTepBana QT, a Takke cTeneHb ero gucnepcun. Cneuyundumye-
CKMM KIUHWUYECKMM MpOSIBIIEHNEM 3TOr0 COCTOSIHUS cHMTaeTcsl
CKITOHHOCTb K CMHKOManbHbIM COCTOSIHUSIM apUTMUYECKOro reHesa
1 NOBbILLEHHBIV PUCK Pa3BUTUSI haTarbHbIX CEPAEYHbIX apUTMUIA,
rmaBHbIM 06pa3oM XenyaoyKoBOW Taxmkapauu Mo Tuny nupyat
(torsades de pointes). MpUHATO BbIAENSATb BPOXAEHHBIN U NPUO6-
peTeHHbI BapuaHTbl cuHapoma yQT.

BpoxaeHHbIn BapuaHT npeactaBnsieT cobon reHeTudeckn ae-
TEpMUHUpOBaHHOE 3aboneBaHve, BCTpeyatoLLeecs B O4HOM criyvae
Ha 3-5 Tbica4 HaceneHwust, npnyem ot 60 0o 70% Bcex 60NbHbIX CO-
CTaBNSAOT XeHLUMHbI. o AaHHbIM MexayHapogHoro peructpa, npu-
MepHo B 85% cny4vaes 3aboneBaHve ABNSETCA HAaCNeACTBEHHbIM,
B TO BpeMs kak okorno 15% cnyyaeB npeactasnstoT cobow crnea-
CTBME HOBbIX CMOHTaHHbIX MyTauuin. NpumepHo y 10% nauneHToB
¢ cuiagpomom YQT npu reHOTUNUPOBaHUK BbINO BLIABMEHO Kak
MWHMMYM ABE MyTaLMK, CBsi3aHHbIE C FeHEe30M JaHHOIO COCTOSIHNS,
4TO onpeaensieT BapMabenbHOCTb €ro KIMMHUYECKNUX NPOSIBIIEHUI
N xapakTtepa HacrnegoBaHusa [1]. OTo No3BoNsSeT NPeanosioXuTb,
YTO (haKTU4eckas pacnpoCcTpaHEHHOCTb reHOTUMNOB, Npeapacnona-
raroLwmnx K npossneHnsamM cuHgpoma yQT, B 4eACTBUTENBHOCTU ro-
pasfo Wwupe, YeM OLEHNBAETCS Ha OCHOBAHMMW YMCHa KIMHUYECKUX
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cryyaeB JaHHoW natonoruv. BeposiTHO, naumeHTbl ¢ npuobpeTeH-
HON HOPMOI 3TOr0 CMHAPOMA HepeaKo SIBMSTCA NaTeHTHbIMU
HOCUTENSIMU TaKUX FEHOTUMOB, KIMHUYECKN NPOSIBMSIOLLXCS MOA,
BO3[eWCTBNEM BHELLHUX NPOBOLMPYOLLMX (hakTopoB. Takoe npea-
nonoxeHue aenaet 060CHOBaHHbLIM NPUMEHEHUE rEHOTUMPOBAaHUS
Aaxe y NuL ¢ TPaH3UTOPHbIM yANMHeHeM uHTepeana QT.

Haun6onee nonHo KNMHWKO-TeHeTUYECKME KOPPEnsLMN U3yYeHbl
ansi cuiapomoB [xepsenna — JlaHre-HunbceHa n PomaHo — Yop-
Aa. AyToCOMHO-peLeccuBHbIn cuHapom JTH, BknrovatoLwmii Bpox-
AeHHoe HapyLLleHuWe cryxa, BO3HWUKaET Npy roMO3MroTHOCTY nauu-
eHTa No JaHHOMY MpU3HaKy, YTO ONpeaensieT BbICOKYH CTeneHb
BbIPAXXEHHOCTU KIMMHNYECKUX NPOSIBNEHNIA, @ NPOAOIMKUTENBHOCTD
QT npwu aTom Hepeako npesbiwaet 0.60 c. CuHgpom PY aensetcs
ayTOCOMHO-AOMUHAHTHbIM 1 CBSA3aH C reTepo3UroTHbIM BapyaHToOM
HOCUTENbCTBA YKa3aHHbIX NPU3HaKOB. py 3TOM apUTMUYECKUiA
KOMMOHEHT CMHAPOMa BbipaxeH 6ornee yMepeHHo, a cpeHsis npo-
ponmxutensbHocTb QT coctasnset 0.50-0.55 ¢ [2].

MatoreHes cuHapoma yQT cBsA3aH C HapyLUeHWeM anekTpuye-
CKOW aKTUBHOCTM MUoKapaa. [lenonsipusaums Mnokapaa onpege-
nsieTcs OTKPbITUEM BbICTPbIX HAaTPUEBLIX KaHaNoB U MHBEPCUEN
3apsiga MembpaHbl KapauMoMUOUMTOB, a ero penonsipusauus
1 BOCCTaHOBIIEHWE UCXOAHOrO 3apsiaa MeMbpaHbl MPoMCcXoasnT 3a
CYeT OTKpbITMA KanuneBblx kaHanoB. Ha 3KIM aToT npouecc npea-
ctaBneH uHtepsanom QT. HapylueHne yHKUMKN KanuesbiX nnm
HaTpueBbIX KaHanNoB BCIeACTBME FEHETUYECKUX MyTaLuWii NpuBo-
AWT K 3aMeAJIeHno penonsipusauum MMoKkapaa v, criegoBaTtenbHo,
K yanuHeHuto nHTepsana QT Ha Kl AMUHOKUCNOTHbIE Nocneno-
BaTeNbHOCTY BOMbLUMHCTBA MOHHbIX KAHAMNOB B KINeTKax Muokapaa
U3yyeHbl OCTaTOYHO XOPOLLO, KaK 1 y4acTK1 reHoMa, KoampytoLume
UX CTPYKTYypy. leHeTnyeckoe TUNMpoOBaHUE GOMbHBIX MOXET He
TOMbKO NPOSUTbL CBET HA MEXaHW3M apuUTMOreHe3a, HO U Cylue-
CTBEHHO MOBMUATb Ha BbIOOP ne4ebHOM TakTUKM U ee 3hdekTuB-
HOCTb. Ha cerofHsiLLHWIA AeHb BbISIBNEHO TpUHaALAaTh reHOTUMNOB,
onpeaensapLwWmx HanuumMe pasHbiXx BapuaHToB cuHgpoma yQT
n obo3Havaembix kak LQT, HO Hanbonee YyacTbiMK U KITMHUYECKN
3Ha4YMMbIMU sBRSAOTCS Tpu M3 HUX: LQT1, LQT2 n LQT3 [3].

OcHoBHble reHoTunbl LQT

TpaHcnopT Kanus B npouecce penonsipu3aumm onocpenyer-
Csl KanueBbIMM KaHanamu HecKosbkMx TMMnoB. K ogHOMY M3 HUX
OTHOCUTCS Hauboree YacTasi MyTauusi, BCTpevaroLlascs npu
BpoOXaeHHoM cuHgpome YQT, onpegensiemas kak reHotun LQT1.
Bcnepctere CTPYKTYPHBIX M3MEHEHWI, CBSA3aHHbIX C 3TUM FeHo-
TUMOM, PYHKLMS KaHaNoB NOAABNSETCS, BbIXOA Kanusi U3 KIeTku
3amMeasIseTcs, YTo NPUBOAMUT K 3aMeSIEHNI0 pENonsipu3aunm u ya-
nuHeHunio nHTepana QT Ha OKT. MNoxoxune n3ameHeHns BCrieacTeme
APYron MyTaumm MOryT NPOUCXOAUTL CO BTOPLIM TUMOM KarnueBbIX
KaHanoB, HECKOMbKO OTNIMYAIOLLMXCS OT NPeAbIaYLLMX N0 KUHETUKE
N cTpykType. MyTauus reHa, KogupyoLero AaHHbIN TUM KaHanos,
onpegensietcsa kak reHotun LQT2 1 npuBognT K NOCNEACTBUSIM, BO
MHOFOM aHanorM4yHbIM TakoBbIM Npu reHoTune LQT1. Tpetun Tvn
MOMEKYNSIPHBIX Ae(EKTOB, BbISIBNSIEMbIX NpK cuHapome yQT, kaca-
€TCs HaTPUEBLIX KAHAMOB U MPUBOAUT K YCUINEHUIO MX aKTUBHOCTH.
M36bITOMHOE MPOHUKHOBEHWNE HATPUSA B KIETKM MUOKapAa Takke 3a-
MeAnsieT penonsipuaumto, NpUBoAs K YANMHeHWo MHTepeana QT.
[aHHbIi BapyaHT HapylleHuii o6o3Havaetcs kak reHotun LQT3.

Taknum 06pa3oM, HECMOTPS Ha ONpeaeneHHbIe pa3nnyns B Mo-
NeKynspHbIX MexaHUM3Max, BCce TpU BapyaHTa naTtoreHe3a JaHHoro
COCTOSIHUSI UMEIOT CXOAHYH0 3MEeKTpoKapamorpadMyeckyto KapTuHy
B BUAE YANMHeHUs nHTepsana QT. [JaHHble reHOTUMbI BPOXXAEHHOTO
cuHapoma yQT Hambonee pacnpocTpaHeHsl 1 BcTpedatotes B 95%
criyyaeB, B KOTOPbIX MPOBOAMMOCH reHoTUNUpoBaHue. CTeneHb
YANUHEHUs uHTepBana QT, xapakTep U3MeHeHUs ApYrux aremMeH-
TOB Kapauorpammebl, a Takke CBSI3aHHblE C HUMMW KIIMHWYECKUE
1 NPOrHOCTMYECKME acneKTbl MOTYT CYLLECTBEHHO pasnnyaTbes Npu
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pasHbix reHoTunax [4]. 3Tto ByaeT onpenensitbCs roMO3UrOTHOCTbIO
UM FeTEPO3NTOTHOCTBIO MHAMBMAA MO AAHHBIM NpU3HaKaMm, coye-
TaHWeM pasHbiX MyTauuii U NONMMOPEU3MOB, a TakKe BHELLHUMU
YCNOBWSIMM, KOTOPbIE MOTYT BUSITb Ha KMUHUYECKME NPOSIBIEHNS
UMEIOLLMXCS TeHOTUMOB.

MprMepHO B YETBEPTH BCEX CIyYaeB BPOXAEHHOTO YANMUHEHUS
nHTepBana QT HMKaKuX NPU3HaKOB M3MEHEHUS aMUHOKUCIOTHOM
CTPYKTYPbl MOHHbIX KAHANOB BbISIBNEHO He 6bino. 3To cBMAeTENb-
CTBYET O TOM, YTO MOMMUMO HapyLUEHNUS (PYHKLIMWN MOHHBIX KaHamnoB
MMeloTCs U ApyrMe MexaHu3mbl, CocobHbIe BNUATL Ha 3NeKTpu-
YeCcKylo aKTMBHOCTb KINeTok Muokapaa. B yactHocTtu, cywecteyeT
npeanonoXeHne 0 HEroOMOreHHOCTU 3NeKTPOU3NONOrNYEeCcKnX
CBOWCTB pasfuyHbIX Y4acTKOB MuoKkapaa U CBSI3aHHOW C 3TUM
HEO[MHAKOBOWN X YYBCTBUTENBHOCTM K (hakTopaMm, yanUHSIOWNM
penonsip13auuio, YTo NPUBOAMT K aCUHXPOHHOCTU ee TeYeHUs U
pasBUTUIO apUTMMUIA.

MHoroo6pasune noTeHunanbHbIX NaToPU3NONorMyeckux me-
XaHW3MOB OCIOXHSIET BO3MOXHOCTb AuddpepeHumanbHon ana-
FHOCTWKW OTAENbHbIX BapuaHToB cuHapoma yQT B noBcegHeBHOM
npakTuke, oco6eHHO Korga KnMHUYeckMe CUMNTOMbI MOMnU ObITb
CNpoBOLMPOBaHbI NPUEMOM NekapcTBEHHbIX CpeAcTB. Heonpeae-
JIeHHOCTb B MOHMMaHUW reHe3a 1 npegpacrnonaratoLmx akTopoB
npuobpeTteHHoro cuHagpoma yQT TpebyeT CTOsb Xe BHUMaTenbsHOro
OTHOLLEHUS K TakKMM NaumeHTaM, Kak U K Nuam ¢ JoKa3aHHbIMU
BPOXAEHHBIMU hopMamMm.

MeToab! AMarHocTUKK. B none 3peHusi Bpayei naumeHT C CUH-
apomom yQT nonagaer, Kak NpaBuiio, B CReayroLwwmx cnyyasx: nnbo
B pe3ynbTarte Cry4aiiHoro BbISIBNEHUS YANMHEHHOro MHTepBana
QT Ha 3KT, nubo Bcreactsve pasBuTUS NpUCTyna notepun co3Ha-
HUs1; TMBO Mo pe3yrkTaTtaM XoNTepPOBCKOro MoHuTopupoBaHms KT,
BbISIBYBLLIETO HarNM4me XenygoukoBo Taxukapaumy Tmna nupyaT unu
yanuHeHHoro QT. He3aBucMMO OT xapakTepa npusHakos B Aebto-
Te 3aboneBaHusi, cnegyeT NPOBOAMTL MakcUMaribHOE KITMHUKO-
dyHKUMOHanbHoe obcnenoBaHne nauueHTta. [epBbiM 3Tanom
AMarHoCTUYECKOro Noucka SIBMSIETCs pacyeT KOpPUrMpoBaHHOIO
no copmyne baserta (H. Bazett, 1920, B mogndukaumum I. Taran,
N. Szilaggi, 1947) nnitepsana QT (QTc), paBHOro OTHOLLEHUIO U3-
MepeHHoro uHtepsana QT k KBaapaTHOMY KOPHIO U3 U3MEPEHHOTO
nHTepeana RR B cekyHaax:

QTc=QT/VRR

PacueTHbIn QTC uHTEpBan HUBENUPYET pasnuyms akTM4eckomn
AnuTenbHocTU nHTepeana QT Ha pasnuYHbIX YacToTax CepPAEHHOro
pyTMa, NPUBOAS €ro K ANUTENbHOCTU, COOTBETCTBYIOLLEN YacToTe
putma 60 B MUHYTY, 1 NpeacTaBnsieT cobomn yHuBepcarnbHbI Nnoka-
3aTenb NPOAOIMKUTENBHOCTYN 3MEKTPUYECKOW CUCTOSbI XXENYAO0HKOB.
B kayecTBe NOpOroBbiX 3HAYEHWUI NATONOMMYECKOrO YANMHEHNS
QTc B Kapanonorm4yeckon npakTuKe Yalle BCero MCnosnb3yTcs
cnegytowme: QTc >0.43-0.45 ¢ gnsa myxunH n QTc >0.45-0.47
¢ ans xeHwumH (European Agency for the Evaluation of Medical
Products). Yem GonbLue npeBbiLweH nopor, TeM ¢ 6onbLIMM OCHOBa-
HVeM MOXHO roBopuTs 0 cuHapome yQT. nutensHocTb QTc >0.55
C CBMAETENbCTBYET O TOM, YTO CKOpee BCEro y JaHHOro nauueHTa
nmeeTcsa ogHa u3 opM BpoxaeHHoro cuHapoma yQT, n Benu-
Ka BEPOSITHOCTb Pa3BUTUS KMUHWUYECKUX CUMMTOMOB CepAeyHOM
aputmum [5].

Cnepylowum Lwarom siBRsieTcst oueHka mopdonorum 3ybua
T Ha OKTI. B coOTBETCTBUU C TPEMS YNOMSAHYTHIMWU reHOTUNnamm
cvHgpoma yQT BbIAENAOT TPU TUNa U3MeHeHUs KoHdurypauum
3y6ua T. Ans reHotuna LQT1 xapakTepHO Hanu4me BblpaXKeHHOro
nonoXxuTenbHoro 3y6ua T ¢ LUMPOKMM OCHOBaHWEM; Ansi reHoTuna
LQT2 cumTtaercs TUNMYHLIM Hanuuve HebombLIOro, Hepeako ae-
dopmmpoBaHHOro nnu 3adybpeHHoro 3ybua T; reHotun LQT3 xa-
pakTepu3yeTcst yanuHeHnem cermeHTa ST 1 3a0CTPeHHbIM 3y6L0oM
T (puc. 1). Hanuune nameHexun 3ybua T, TUNWYHBIX 418 TOFO Unn

WHOro BapuaHTa cuHgpoma yQT, no3sonseT ¢ bonblueln yBepeH-
HOCTbIO NpegnonaraTe BPOXAEHHbIV XapakTep AaHHOW NaTonormm.
MpakTnyeckoe 3HauyeHue onpegeneHust Tuna cuHgpoma yQT 3a-
Krno4aeTcst B TOM, YTO OHU UMEKT 0COBEHHOCTM KIMMHUYECKOro
TEYEHUs1, KOTopble LienecoobpasHo NPUHUMaTb BO BHUMaHWE npu
Ha3Ha4YeHUN nevYeHnst  onpeaeneHn NporHo3a.

Heobxogmmbim, XOTA 1 He Bcerga 3 ekTUBHbBIM, UccrnegoBa-
HMeM aBnsAeTcsa xonTepoBckoe MoHuTopuposaHne KT [6]. Momumo
BbISIBNEHUST 3MM3040B XEeNyA0o4KOBOW Taxvkapauu Tuna nupyar,
AaHHbI MeToA MOXET BbISIBUTb XapaKTepHble M3MEHEeHUs1 Mop-
donorum 3ybua T, yanuHerue nitepsana QT n QTc, CKNOHHOCTL
K 6pagvKapany Unu BbICOKYHO CTEMEHb Xeryao4KoBOM aputmMmnye-
CKOW aKTMBHOCTW. Hanuune anu3ofoB Taxvkapaun B coYeTaHun
C BbILWENPUBEAEHHBIMW KITMHUYECKUMU U Kapauorpadunyeckumm
npusHakamu NoATBEPXKAAET ANarHo3, HO UX OTCYTCTBUE HA AaHHOW
3anncu He UCKMoYaeT BO3MOXHOCTU UX MOSIBNIEHUS B APYIUX CU-
Tyaumsix 1, crnegoBaTtenbHO, HE MOXET CMYXWUTb OCHOBaHWEM Af1s
CHSITUS JAHHOTO AnarHosa.

JononHnTensHbIM ANarHoCTUYECKUM METOLOM BbISIBNEHUS Ma-
NIOCUMMTOMHbIX cnyvaeB cuHapoma yQT, N0 MHEHWUIO HEKOTOPbIX
CneumanncToB, MOryT SIBNSITbCS Harpy3ouHble QKT TecTbl, npoBoLy-
pytoLLmMe NnosiBneHne AMarHoCTUHECKMX NpusHakoB 3abonesanus [7].
[JaHHbIA TECT HEYacTo AAEeT NONOXUTENbHbIE pe3ynbTaThbl 1 CNOCO-
6eH BbIABNSATL NPEUMYLLECTBEHHO NauMeHToB ¢ reHotunom LQT1.
B 10 e Bpemsi MUMEHHO HOCUTENWU 3TOro reHoTMNa NoABepratTCs
HaubonbLueMy pUCKy BO BpEMSI TECTA, T.K. OCHOBHbIM (DaKTOpOM,
NPOBOLMPYHOLLIMM KenyA04KOBbIX apUTMMIA B 3TOW rpynne 60MbHbIX,
aBnsieTca usmyeckas Harpyska, U aaxe nepsbli apUTMUYECKUN
anmM3o[ MOXET oKka3aTbCsi paTanbHbIM.

AnbTepHaTUBHBIM METOLOM, NO3BOMSAIOWMM BbISIBUTb CKIOH-
HOCTb K yANUHeHuto nHTepsana QT B HeonpedeneHHbIX cny4asx,
SIBNSIETCS TECT C BBEAEHWEM afpeHanmHa unm usonponurHopagpe-
HanuHa, KOTopbI TaKke MOXET NPOBOAUTLCS TONBbKO B YCIOBUSIX
FOTOBHOCTW K OKa3aHW0 HEOTOXHOW NOMOLLIM NMPY BO3HUKHOBEHU
XenygoukoBbix aputmui [8]. MIHBa3nBHOe anekTpodusmonormye-
cKoe MccneaoBaHne € Lienbio MHAYLMPOBaHUSI XKenyao4KOBOW Ta-
XVKapAun pegko BEAET K YTOUHEHWIO AMarHo3a v Bpsf i MOXeT
6bITb PEKOMEHA0BAHO K Mcnonb3oBaHuio. Mpouve anarHoctuye-
ckne metoabl obcnenoBaHust kKapamnonorndeckux G6onbHbIX, Kak
npaBwno, NpefoCTaBnsoT Mano AOMNOMHUTENbHBIX BO3MOXHOCTEW
Ans sepudmkaumnm cuiapoma yQT. JlabopaTopHble nccnegosaHus
MO3BONSIOT BbISABUTE AeULUT Kanusi N MarHusi U onpeaenuTtb
OYHKLMIO LLMTOBUAHOM Xere3bl, OAHAKO peLuaoLlero 3HauyeHust
0N AMarHOCTUKM Takke He umetoT [9].

leHeTMuyeckoe nccnenoBaHue ¢ Lerbio BbISIBNIEHNUS HOCUTESb-
ctBa reHoTunoB LQT npeacrasnsercs xenarternbHbIM AaXe B cryya-
AX HECOMHEHHOrO M CTOMKOro yanuHeHus QTc, npeanonaratoLero
BPOXAEHHbI XapaKkTep AnarHOCTUPYEMON NaToNorum, T.K. FeHOTUMbI
CYLLIECTBEHHO pasnuyaroTcs Mexay coboi no xapakrepy TedeHus,
npoBoLMpyLLMM dpakTopaM, 3PHEKTUBHOCTM MeANKAMEHTO3HOM
Tepanuu u NporHo3y. Takum o6pasoM, 3HaHNe KOHKPETHOTO reHo-
TMna cuHgpoma yQT nossonser copmupoBaTtb ANS nauueHTa
Hanbornee 6e3onacHbln 06pa3 Xn3HW, a Takke MakCMMarbHO WH-
AVBMAYyanu3npoBaTb nedebHyto TakTuky. Kpome Toro, 3To no3sonut
onTUMK3NPOBaTL Nnocneaytollee obcregoBaHne YNeHoOB CeMbU
nauueHTa, KOTOpoe XxenaTeflbHO NPOBEeCTN A0 BO3HUKHOBEHUSI
Y KOro-nnbo 13 HMUX KIMHUYECKON CUMNTOMAaTUKN.

B amarHocTuke BpoxaeHHoro cuHapomMa yQT knouveByo porb
UrpaeT aHaMmHe3 naumeHTa B OTHOLLEHWM 3MM3040B NOTepU CO3Ha-
HWS1 M NPecKHKonanbHbIX COCTOsIHMIA, Nnepe6oeB B paboTe cepaua,
apuTmoreHHoro achdekTa prnsndeckmx Harpy3ok U NPUHNMMABLLNXCS
B nocrnegHee Bpems nekapcTBeHHbIX npenapaTos [6]. Kpome Toro,
Heo6X0oaMMO BbISICHUTb HanNUyKe BCEX BblLLENepeYncrieHHbIX Npu-
3HaKOB, a Takke HapyLUeHWI cryxa y POOACTBEHHWKOB MaumeHTa.
Ob6s3aTenbHbIM SIBASIETCA aHanM3 BCex MMEIOLLUXCS anekTpokap-

HOBLIE TEXHOJIOTUW B MEQULIUHE. KAPANOJIOT UA
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avorpamMm C Uernbko BbISIBNEHUSA N3MEHEHWI, CBOWCTBEHHbIX OaH- Ta6nuua 2.
HOMY CUHAPOMY, U UX AMHAMUKN. ®daKTopbl pUCKa Pa3BUTUA XKeNyA0UYKOBbIX apUTMUMA
B KoHLie npoLunoro Beka Gbina paspaboTaHa cuctema cymmap- npu BpOXXaeHHOM cuHapome yQT

HOWM OLIeHKM pasnuyHbIX AMAarHOCTUYECKUX KPUTEPUEB CUHAPOMA
yQT B 6annax (P. Schwartz, 1993). [laHHaa meToaMka He nony-
yuna LUMPOKOro pacnpocTpaHeHUsi B OTEHYECTBEHHOW kapauorno-
ru, HO NpeanoXeHHoe paHee nogpasgeneHe AMarHoCTUYECKNX
NMPU3HaKOB Ha OCHOBHbIE M AOMOMHUTENbHbIE NpeacTaBnseTcs
akTyanbHbIM (Tabn. 1). jns nocTaHOBKM AuarHo3a 4OCTAaTOYHO
OBYX npusHakoB M3 kaxgon rpynnel [10]. OuddepeHumnansHas
AMarHocTvKa NPOBOAMUTCS B OCHOBHOM CO CreAyLUMMK COCTOs-
HUAMUW: TpaH3UTOpHOE yanuHeHne nHTepeana QT Ha coHe ne-
KapCTBEHHOW Tepanuu; XenyaoyKoBble apuTMUMU, BO3HMKaOLLMe
npu apyrux 3aaboneeaHusix; nanonatTuyeckme opMbl HapyLLIEHUIA
pYTMa; CMHKOMNArbHbIE COCTOSIHUS HEBPOrEHHOTO MPOUCXOXOEHWS;
cuHapom bpyrapa; anunencusi.

— ocTaHoBKa CepALla C yCneLwHon peaHMaumen

— Taxukapaus TMna NUpyaT No pesyrkTatamM XONTEPOBCKOro
MOHUTOPUPOBAHUS

— BPOXAEHHOe HapyLleHne criyxa

— BpPOXAEHHbIV cnHapom YQT y pOACTBEHHUKOB

— CUHKONanbHble UK NPECUHKOMNarbHbIe COCTOSIHUSA

— enyao4yKkoBas Taxmkapaust U CMHKoNasbHbIE COCTOSIHMS
npv neyvexHumn 6eta-bnokatopamm

— npoponxkntensHocTb QTc 6onee 0.50 ¢

— npopomnmkntensHocTb QTc 6onee 0.46, Ho meHee 0.50 ¢
— aTpUOBEHTPUKYNAPHbIE Griokaabl 2-i cTenexHn

— rmnokanuemMusl, rmnomarHmemmns

Ta6nuua 3.
PucyHok 1. CtpaTtudmkauma pucka npu BpOXXAEHHOM CUHAPOME
Cxema BapuaHTOoB 3y6ua T yQT (no Ellinor P., 2003)
npw pasnunyHbIx reHotunax LQT MyXUMHbI I
QTc
>0.50 ¢ <0.50 ¢ >0.50 ¢ <0.50 ¢
LQT1 B H B H
LQT2 B H B C
LQT3 B C C C

LQTI B — Bbicokui puck (>50%); C — cpegHun puck (30-50%);

H — Hu3kunin puck (<30%)

MporHo3 u KNuHMYeckoe TeyeHne

Mo faHHbIM obcnefoBaHUs NauneHTa, NpeacTaBnseTcs BO3-
MOXXHbIM MPUMEPHO OLIEHUTb PUCK Pa3BUTUS Y Hero Hebnaronpu-
ATHBIX KMMHUYECKUX CUMMTOMOB. dakTopamMu BbICOKOTO pucka

LQT2 B 9TOM OTHOLLEHMM ABMAOTCA criegytowime (Tabn. 2): anusopg ocTa-
HOBKM cepaua C YCneLHOW peaHMaumen; NpUcTybl Taxukapanm
TUMNa NUpPYaT, 3aperMcTpMpoOBaHHbIE BO BPEMS NMPOBEAEHNS XOr-
TEPOBCKOrO MOHUTOPUPOBAHUS; BPOXKAEHHOE HapyLUEeHUE Cryxa;
ceMelHbI aHaMHe3 cuHgpoma yQT, anusogbl NOTEPU CO3HAHUA
N NpecuHKonarsibHble COCTOSIHUSI; PELIMANBUPYIOLLME SNN30AbI XKe-
TNY4,04KOBOWM TaxmKapamm U CMHKoMarsibHble COCTOSIHUSI Ha (hOHe
Tepanuwu; npogomkutensHocTe QTc ot 0.46 no 0.50 c n 6onee 0.50

LQT3 C; aTPUOBEHTPUKYNsipHas Gnokaga 2-i cTeneHu; runokanvemusi
1 runomarHuemus.

Purck pa3BuTusi CMHKONAnNbHbLIX COCTOSIHUIA U OCTaHOBKU cepaLia
3aBUCUT OT psiga hakTopoB, B YAaCTHOCTK, OT reHoTuna LQT, nona,
npogomxutensHoctn QTc (Tabn. 3). MNpu oTcyTCTBMU NpOodUNIaKTU-
YeCKoro neveHuns K rpynne BbICOKoro pucka (>50%) oTHocaTcs Bce

Ta6bnuua 1. Hocutenu reHotunoB LQT1 n LQT2 ¢ QTc >0.50 ¢, a Takke Myx-
[AunarHocTnyeckue KpuTepum BpoXAeHHOro cuHapomMa 4uHbl ¢ reHotunom LQT3 ¢ QTc >0.50 c; k rpynne cpegHero pucka
yQT (Schwartz, 1985) (30-50%) oTHOCATCSA *eHLWwuHbI ¢ reHoTunom LQT3 ¢ QTc >0.50 ¢
OCHOBHbIE KpUTEpUH * n reHotunom LQT2 ¢ QTc <0.50 ¢, a Takke Bce nnua c LQT3 n QTc

<0.50 c; k rpynne Hu3koro pucka (<30%) oTHocSTCS BCe nuua ¢ re-

— npopomkuTeneHocTe QTc Gonee 0.44 ¢ HoTunom LQT1 1 QTc <0.50 ¢, a Takke BCE MyXUMHbI C FeHOTUMOM

— CUHKONArbHbIE COCTOAHMSA, CBASAHHBIE CO CTPECCOM LQT2 1 QTc <0.50 c. (Ellinor P., 2003). Mpu 0TCYyTCTBUN AaHHBIX
— BPOXAEHHbIA cuHApom yQT y pofiCTBEHHNKOB 0 reHOTUME MaLMeHTa MOXHO CYUTATb, YTO CPEAHUI PUCK Pa3Bu-
[lononHUTENbHbIE KpUTEpUM * TUS KU3HEYTPOXKAIOLLMX aPUTMUYECKIX COBbLITUI B TeHeHne NsiTy

net konebnetcsa ot 14% Ans NauMeHToB, NepeHeCcLLNX OCTaHOBKY
cepaua, oo 0.5% pna nuy 6e3 cneumdnyeckon CUMNTOMaTUKN
B aHamMHe3e u ¢ yanuHeHnem QTc <0.50 c. OgHako B CBA3W C TEM,
4YTO KIMHMYECKME NPOsIBIeHNs 3aborieBaHns U ero NporHo3 B Te-
YeHWE XKM3HN MOTYT MEHSITbCS, CyLLECTBYET HEOBXOAMMOCTb pery-
* [INs NOCTaHOBKM AMarHo3a AOCTaTOMHO ABYX NMPU3HAKOB NSIPHOTO KOHTPOSS 38 COCTOSIHMEM NaLMEHTOB U NEPUOANHECKOrO
N3 KaXKgow rpynnbl nepecMoTpa paHee YCTaHOBMEHHLIX YPOBHEN puckKa.

— BPOXAEHHas rryxoTa

— anbrepaums 3ybua T

— ApYrue HapyLueHusi pernonspusaumm
— Bpagvkapaunsa (y geren)
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OnpepgeneHHoe 3HadyeHWe B NporHo3e 3abonesaHusi nveeT
BO3pacT naumeHTa. CyliecTBeHHO 60MbLUMI PUCK apUTMUYECKUX
OCINOXHEHUI B MOMOAOM BO3pacTe UMEKT MyX4uHbl. B Bo3pacTe
OT ABafuaTi A0 Copoka et puck Ans o6oux NonoB NpUMepHo
paBeH, a B AanbHeNweM pUck apuTMUYECKUX OCMOXHEHWUI Mpo-
rPeccyBHO HapacTaeT Ans XeHLWuH. MNpegnonaraeTcsi, 4TO NOBbI-
LUEHHbI YpOBEHb aHAPOreHOB Oka3blBaeT NPOTEKTUBHOE AeNcTBYE,
a aCTporeHbl, HANPOTMB, MOTYT YCUNUBATL NaTOreHHbIA adekT
reHeTMYECKUX HapyLleHWI, NpuyeM, U3MeHeHNe ropMOHanbHOro
hoHa MOXET CTaTb NPOBOLMPYHOLLMM (haKTOPOM pas3BUTUSI apuUT-
MUYECKMX 3nNM3040B. [aHHbIM hakTop HEOOXOAMMO YUMTLIBaTL NpU
Ha3Ha4YeHUN nevyeHnst n HabnioAeHNM 3a COCTOSIHMEM BOMNbHbIX.

KnuHunyeckoe TeveHne BpoxaeHHoro cuHapoma yQT BecbMa Ba-
priaberbHO 1 3aBUCUT Kak OT reHOTMMA, Tak U OT BHELLHWX hakTopoB
XM3HW naumeHTa. PaznunyHble reHotunbl LQT MoryT onpenenstb
pasnuyHoe TeYyeHue u NPOrHO3 Npu BPOXAEeHHOM cuHapome yQT
[11]. B 4acTHOCTM, OCHOBHbIM MPOBOLMPYIOLWLMM (haKTOPOM Mpu
reHotune LQT1 asnsetca dusuyeckas Harpyska, n 6onee aByx
TpeTel cny4yaeB apuTMUYECKUX NPOSIBNEHWUI NPOUCXOAAT UMEHHO
npwu Taknx obcTosiTenscTeax. CambiM TUMMYHLIM NPOBOLMPYOLLUM
BWAOM Harpyskv Ansi AaHHOrO reHoTMna CYMTaeTcs nnaBaHbe.
B pamkax cungpoma OJ1H reHotun LQT1 siBnsieTca ogHMM 13 Hau-
6onee cepbe3HbIX B OTHOLUEHWUW KIIMHUYECKUX CUMMTOMOB U Npo-
rHosa. leHotun LQT2 xapaktepusyeTca TeM, 4TO KIMHUYeckue
NpU3HaKK, CBA3aHHbIE C XXENYA0YKOBLIMM apUTMUSIMK, Yallle BCEro
Cry4JaroTcs B MOKOE WNM BO CHE, MOTYT NPOBOLMPOBATLCS BHE3arn-
HbIMW 3BYKOBbIMWU pa3apaxuTensimMv Tuna 3BOHKOB ByaunbHuKa,
1 NpU 3TOM NPaKTUYECKN He CBSA3aHbl C PU3NYECKON Harpy3Kou.
OTMeyvaeTcs, YTO y YacTW HOCUTENEN AaHHOro reHoTMna apuTMu-
YeCKMIn anNmn3of MoXeT GbiTb CNPOBOLMPOBAH 3MOLIMOHAMNbHBIMU
dakTopamu. NeHotnn LQT3 Takxke xapakrepusyetca mManon 3a-
BMCHMOCTbIO apUTMUYECKMX CUMIMTOMOB OT (PU3NYECKOI Harpy3ku,
1 OKOIO [ABYX TPETeW Takux 3nvM3o40B BO3HMKAKOT B Mokoe. Taknum
o6pa3oM, B NOBCEAHEBHOM XM3HU 0BbIYHOTO YenoBeka reHoTUMbI
LQT2 n LQT3 MoryT valle CTaHOBUTLCA NPUYMHAMK CepaeYHbIX
apuTMui.

TUNUYHBIM BapraHTOM KIMHUYECKOTO TEHEHUS SIBNSIETCSI CTOW-
Koe yanuHeHve QTc B coveTaHun ¢ B6onee nnm MeHee YacTbiMu
CMHKONanbHbIMU N NPECUHKONAarbHbIMU COCTOSIHUSIMU BCRea-
CTBWE 3MN300B >Xenyao4koBon Taxmkapanm [12]. Takke BO3MOXHO
BeccMMnTOMHOE HOcMTenbCTBO reHoTunoB LQT ¢ HopmanbHon
npogomkuTensHocTbio QT MHTepBana, Ho PUCKOM ero yaAnMHeHUs
1 BO3HWKHOBEHWSI CEPAEYHbIX apUTMUIA Nof BO3AENCTBUEM BHELL-
HUX akTopoB. Hanbonee HebGNaronpuaTHLIA BapuaHT TeYeHUst
OCINOXHSIETCS OCTaHOBKOW cepaua, TpebytoLlen npoBeaeHns pea-
HMMaLMOHHBIX MeponpusTuiA. Bonee YeTBepTW BepBble BO3HWKLLNX
CMHKOManbHbIX 3N13040B Y paHee 6eCCUMNTOMHbBIX UL, MOTYT NPo-
TekaTb C OCTAHOBKOM cepAua, YTo noAyepkuBaeT HE06XoAMMOCTb
AMarHoCcT1YecKoro novcka u npodunakTUyeckon Tepanun gaxe
B 6eccumnToMHOM nepuoge 3aboneBaHusi. CymmapHas netanb-
HOCTb No BceM Tunam cuHgpoma yQT cocTaBnsier k cpeaHeMy BO3-
pacTy okono 6%, CyLLeCTBEHHO pasnuyasch Mexagy OTAenbHbIMU
BapnaHTamu. OcnoxHenmamu cuHgpoma yQT sBnsioTcA yCcTon-
YMBas XenyaoukoBasi Taxumkapauvs, pubpunnaums xenynoqkos,
pe3uayarnbHas HEBPOMormyeckasi CMMNToMaTuka nocrne ycneLHowm
peaHumauumn, TpaBMaTu3aumsi NpyM pa3BUTUM CUHKONAmNbHbIX CO-
CTOSIHUI.

JleyeHue n npodmnakTuka

Onsa npegynpexaeHust XXnsHeyrpoXxarowwmx HapyLweHun putMa
y N1y, ¢ BpOXAEHHbIM cuHapoMoM YQT MoryT ncnonb3oBaTtbcs
NekapCTBEHHbIE Npenaparbl, XMpypruieckme MeToabl U UMMNaHTU-
pyemble TexHu4yeckue cpeacTsa. lNpeanaraemble Ha CEroaHsILLHUIA
AeHb neyvebHble TaKTUKU He SIBMSTCSA NOMHOCTBI0 CTaHO4apTU30-
BaHHbIMU U BepUDULMPOBAHHBIMU BCNEACTBUE TPYAHOCTU NPO-

Be[eHUs] CPAaBHUTENbHOTO aHanu3a pasnuyHbIX BapuaHToB Tepa-
nuun. B ntobom cnyvae, nonyyasi TOT UMM MHON BapuaHT NeyeHus,
nauueHT JOMKeH MakcMmarnbHO u3beratb BO3AENCTBUS NPOBO-
LMpyoLwmx hakTopoB, cneundmryeckmx Ans AaHHOro Tuna CUHAPO-
Ma yQT, B 4YaCTHOCTU PM3NYECKNX Harpy3ok npu reHotmne LQT1
1 aMoLMoHanbHoro cTpecca npu reHotune LQT2. Cneundunyeckne
pekoMeHAauuu no npodunakTmke npu reHotune LQT3 3aTpyaHu-
TenbHbI, T.K. OCHOBHOE YMCIO KMUHUYECKMX 3NN30A0B NPOUCXOaUT
B MOKOE UIK BO CHe.

HasHaueHue npodunakTnyeckoi Tepanum onpasgaHo Ans nu,
BbICOKOTO U CPEAHEro pucka pa3BuTus aTanbHbIX apuTMUiA, B TO
BpeMsl Kak NaLUeHTOB C HA3KUM PUCKOM LieriecoobpasHo AepxaTtb
nog perynsipHbim HabniogeHnem, ofgHako B MHAVBWUAYaNbLHOM Mo-
psgke U UM MOXET BblTb Ha3Ha4YeHO MOCTOSIHHOE fedeHne. XoTs
Tepanus y 6eccMMnTOMHbIX HocuTenewn reHotunos LQT npeacras-
NsieTcsa CnopHoW, HO Hanbonee 6e3onacHbIM NOAX0A0M 6bifo Obl
Ha3HayeHne MeauKaMeHTO3HOW NPOodUMIaKTUKN BCEM NnuuaM u3
3TOW rpynnbl, T.K. AaXe MepBbll apUTMUYECKUA SNN304 MOXET
co3aaTh yrpo3y XusHu. MNauueHTbl HA3KOro pucka He TpebytoT ro-
cnuTanusauum n moryT 6biTb 06cneaoBaHbl M HabnogaeMbl am-
6ynaTopHo. HanpoTuB, naumeHTbl, NepeHeclune KapanoreHHoe
CMHKONanbHOEe COCTOSIHWE MM OCTAHOBKY cepaua, AOMKHbI 6bITb
B KpaTyaliLLiee BpeMsi rocnMTanvuanpoBaHbl Ans auddepeHumanb-
HOW AMAarHOCTUKM U NpedoTBpalleHns ux peumamea [13].

Mpenapatamu nepeoro BbiGopa Anst NpodunakTnyeckoro ne-
YeHusa aensaTca 6eta-6nokatopsl [10]. OHM AomkHbI ObITe HA3Ha-
YeHbl BCEM, B TOM 4ucre n 6eccumnToMHbIM naumeHTam, ¢ QTc,
npeBbILLALWMM HOPMaTUBHbIE 3HaYeHus. B HegaBHeM npoLunomM
TpeboBanocb HasHavyeHue BbICOKUX [03 npenapaTtos, 6rnuskux
K MakCMMarnbHbIM, OAHAKO B HACTOsILLIEe BPEMS CYATAETCS, YTO
n cpegHve TepaneBTMYeckne [03bl MOryT ObiTb apdeKTUBHbI.
MpenapaTtbl 4aHHOW rpynnbl Hanbonee NOAXOAAT AN HocUTenen
reHotuna LQT1, umelowmx B kavecTse dhakTtopa NposBoLMpoBa-
HUS1 apUTMUIA hraundeckne Harpysku [14]. Ho gaxe B aton rpynne
6OMbHBIX YCMNELIHOCTb JIeYEHNs He SIBNSIETCA rapaHTUPOBaHHOM,
1 daTanbHble apuTMmUYEecKe anu3odbl MOryT MPOUCXOONUTL Aaxe
Ha oHe npoBoAMMOW Tepanuu. BmecTe ¢ TeM u4ncno xu3He-
yrpoxaroLmx aputmMmnin y 60rbHbIX, NEYUBLUMXCS TakuM o6pasom,
CHWXanocb NoYTY BABOE, a B OTAENbHbIX rpynnax 1 6onee, Tak 4to
o6 pesynerat NnpumeHeHusa 6eTa-6okaTopoB pacLeHnBaeTcs
KaK yOoBneTBOPUTENbHbIN.

OnpeneneHHoe UCKIYEHNE B 3TOM CIly4ae COCTaBMSoT Nnaum-
€HTbI ¢ reHoTunoM LQT3, y KOTOpbIX apUTMUYecKne ann3oabl vale
BO3HMKaOT B nokoe [15]. CywiectBeHHOe Yncno Takmx 6ombHbIX
He TONbKO He OTBETST Ha Tepanutio 6eTa-6nokatopamu, HO MOryT
oKasaTbCsl B YCNOBUSIX AOMOMHUTENbHOIO pUcka 3a cyeT ypes-
MEPHOTO CHUXEHUS! YacToTbl CepAEYHbIX cokpalleHnid. C yyeToM
MexaHu3ma, XapakTepHoro Ans atoro Tuna cuigpoma yQT, nono-
XUTEnNbHbIN 3 deKT NpegnonaraeTcs OT HasHa4YeHus 6rokaTopos
HaTpMeBbIX KaHanNoB, B YaCTHOCTW dhriekamHuaa U MekcuneTuHa.
OpHako 3TV TepaneBTUYECKUE peLUeHWUst He siBnsTCs obLue-
NPUHATBIMU 1 TPeOYIOT AanbHeNLWen NpoBepkn 3PPEKTUBHOCTH
1 6esonacHocTU. MOXHO paccynTbiBaTb Ha NOMOXUTENbHbLIN 3d-
deKT oT MmMnnaHTauum anekTpokapaunoctumynatopo (3KC), He
AonycKalwWwmux nageHnss YacToTbl pUTMa HWxe onpeaeneHHoro
ypoBHs. B 10 e Bpems npumeHeHne OKC npu reHoTtune LQT1 He
BrnornHe LenecoobpasHo.

B crnyyae coxpaHeHWsi CUMNTOMaTWKK Y NaLMeHTOB NPOMEXyY-
TOYHOTO MM BbICOKOTO prcka Ha hOHE MEeANKAMEHTO3HOTO JleYeHUs]
BO3MOXHO NPOBeAEHVE NEBOCTOPOHHEN CMMaTUYeCcKol AeHepBa-
umn cepgua [16]. JaHHoe BmeLLaTenbCTBO BABOE CHWXAsO Ync-
110 NaUMEHTOB C KIIMHUYECKOA CUMMNTOMATUKON U BTPOE CHUXano
pYCK pa3BUTUSI MOTEHLUMANBHO ONAacHbIX apUTMUIA. [JononHeHneM
K OCHOBHbIM METOAAM NEYEHUSI MOXET ABMNATLCS PErynsipHbIA Npu-
€M npenapaToB MarHusi U kanusi Ans NpouUnakTUku rurokanmemmm
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1 r’MNOMarHMeMmm Kak Hepeakvx NpUYKH, MPOBOLIMPYIOLLIMX apUTMK-
Yyeckue anv3odbl Y NnL, C BPOXAEHHBIM cuHapomom yQT.

Haunbonee achpeKTMBHLIM CPeACTBOM NPOMUNAKTUKN XKUSHEY-
rpoXaroLmMx apuTMuii y naumeHToB ¢ cuHapomom yQT aenseTcs
yCTaHoBKa MMMNaHTMpyeMoro KapanosepTepa-gecdmbpunnsatopa
(WKL) B coyeTaHnn ¢ Tepanven beta-6nokatopamu [17]. Takon
noaxod KapAMHanbHO CHUXaET PUCK BO3HUKHOBEHMS dhaTaribHbIX
apuTMuiA 1 LenecoobpaseH y NauneHTOB BbICOKOTO p1cKa, He OT-
BevawLMx Ha MoHoTepanuio 6eta-6nokatopamu. ¥ oTAEnbHbIX
nauveHToB, EMOHCTPUPYHOLWMX YacTele cpabatbiBaHust VKL Bo-
npekv napannensHomy npuemy 6eta-6rokaTopoB, MOXeT OKa3aTb-
cs1 9ppeKTUBHBIM NPOBEAEHNE YNTOMSHYTON BbILLIE JIEBOCTOPOHHEWN
cMMnaTuyeckon AeHepBaumMy cepaua, YTo No3BossieT CHU3UTL YNC-
no cpabatbiBaHun UK 6onee yem Ha 90%. BuipaxeHHoe bec-
cumntomMHoe yanuHeHne QTc >0.50 c, reHotunbl LQT2 n LQT3
n cuHgpom [xepeenna — JNaHre-HunbceHa MoryT cpasy notpe-
6oBaTb umnnaHTauum VKL kak eaMHCTBEHHO HageXHoro npodu-
nakTudeckoro cpeactsa [14].

MpodunakTuka KNnMHUYecknx nposieneHun cuHgpoma yQT
npeanonaraer: BbisIBIIEHNE MWL, BLICOKOTO pUCKa U HasHayeHue
UM COOTBETCTBYIOLLEro NPoduUnakTMYeCcKoro fieveHunsi; otkas ot
NpUMeHEeHUsi NaLMeHTOM NeKkapCTBEHHbIX NpenapaTtos, YANUHSIo-
wmx QT uHTepBan; npeaoTBpaLleHne cUTyauni, ConpsiXeHHbIX
¢ hopmypoBaHMeM AedduumTa Kanus U marHusi, U ckopeniias
KOPPEKLMS STUX COCTOSIHWI, €CIN OHU BO3HWKIN; KOHTPOSTb OYHK-
UMM LUMTOBMAOHOW Xenesbl; NpeaynpexaeHne naumeHta o Heob-
XOOMMOCTM MOCTOSIHHO NpuHMMaThL G6eTa-6rokaTtopbl 1 usberatb
cneundmryecknx NPoBOLMPYOLLIMX (hakTOPOB, ECMN TaKOBbIE yCTa-
HOBIEeHbI; 0ByYeHme YNIeHOB CEMbM NaLUMeHTa NpuemMam cepaeqHo-
reroyHon peaHMmaumu; obcnegoBaHue PoACTBEHHUKOB NaLMEHTa,
W orpaHuYeHne NpUMeHeHns NMK npenapaTos, yanuHsowmux QT
WHTepBan.

MpuobpeTeHHbIN CMHAPOM YAJNIMHEHHOTO UHTepBana QT

B knuHM4eckon npakTuke Yalle BCTpevaeTcs NpuobpeTeHHbIn
BapuaHT cuHgpoma yQT, cBA3aHHbLIN, Kak NpaBuio, C NpueMom
onpegeneHHbIX ekapcTBEHHbIX cpeacTs, B YacTHocTv Ao 10% nuu,
NPYHMMAIOLLMX aHTUapUTMUYeckue npenaparbl, MOryT AEMOHCTPU-
poBaTb yanvHeHne nHtepsana QT [6]. MexaHu3m ero passuTus BO
MHOIOM aHanorumyeH BpoxaeHHomy cuHapomy yQT, HO dpyHKUmS
KanueBbIX KaHarnoB HapyLllaeTcs He BCNEACTBUE U3MEHEHUS X
CTPYKTYpbl, @ B pe3synbrate BO3AENCTBUS XMMUYECKUX BELLECTB.
CreneHb yanuHeHus uHtepsana QT, kak npasuno, nponopuuo-
HanbHa Nna3MeHHON KOHLUEHTpaLuy npenapara, Bbl3BaBLUEro aTu
naMmeHeHns. KnvHuka npmobpeteHHoro cuHgpoma yQT xapakre-
pu3yetcsi obpaTumocTbio 1 6onee A06poKaYeCTBEHHLIM TEUYEHM-
em. CunTaetcs, 4TO B psife CryyaeB aTa NaTonorus BO3HUKaeT y
nnu, ABNSALWLMXCS 6eCCMMNTOMHBIMM HocUTensiMu reHoTunoe LQT,
a nekapcTBeHHbIV npenapaT Nulib YCUNMBAaET CyLLeCTByloLLee
anekTpodmamonormyeckoe HapyleHue [18]. Takum obpasom, na-
LMEHTbI C TPAH3UTOPHLIM yANMHeHneM nHTepBana QT AOMmKHbI
NpoxoAunTb NonHoe obcrneaoBaHne, a X ceMeNHbIM aHaMHe3 01-
XeH BbITb TLATENbHO U3yyeH. AKTUBHOE paHHee BbisiBNEHWE N,
ABNSIOLLMXCS NATEHTHbIMU HOCUTENAMU HacrneACTBEeHHbIX (hOpM
cuHgpoma yQT, MOXeT oka3aTb CyLLEeCTBEHHOE MONoXUTeNbHOe
BNUSIHWE Ha ero TeYeHWe U NPOrHo3.

K Hanbonee n3BecTHbIM NpenapaTtam, obnagatoLwmm Takum ag-
(heKTOM, OTHOCHATCS: aHTUaPUTMUYECKME NpenapaTbl, B OCHOBHOM
IA n 11l knacca; aHTubakTepuarnbeHble NpenapaTbl U3 rpynn Makpo-
NMO0B U (PTOPXMHOSIOHOB; PsSiA aHTUAENPECCAHTOB U ceAaTUBHbIX
CpeAcTB; HEKOTOPblE aHTUIUCTaMUHHbIE, AUYPEeTUYECKUe U T1no-
nunuaemunyeckne npenaparsl; XMMuoTepaneBTUYECKME CPEACTBA,
a Takke psig Apyrvx. Bce nekapcTBeHHble npenaparbl, 4onyckae-
Mble B HacTosiLLee BPeMsi K KIIMHUYECKOMY MPUMEHEHMIO, TECTU-
pyloTCSt Ha CNOCOBHOCTL YANUHATL MHTepBan QT, Tak YTO CAUCOK
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NoTeHUManbHO onacHbIX MEAUKAMEHTOB NOCTOSIHHO MOMONHSAETCS.
B T0 e Bpems yanuHeHve uHTepsana QT npu nevYeHun Takumm
npenapaTtamu, kak aMMo4apOH M COoTasos, MOXET pacLeHMBaTbCs
Kak nposiBneHne ux hapMakonornyeckoro Aenctaust. JJonyctumbiM
MOXHO cuutaTtb yanuHeHnne QT Ha 10% OT MCXOQHOTO YPOBHS, YTO
MOXET OLieHMBATbCS Kak paccynTaHHbI puck. OgHako npeBsblLle-
Hune gnmtenbHocTn QTc 6onee Yem Ha 25% OT HOpMbI Ny Gonee
0.52 ¢ MOXeT NpeACcTaBnsATh NOTEHLMANBbHYH ONacHOCTb Pa3BUTHS
XnsHeyrpoxatowen aputmum [19].

dakTopamu prcka BO3HUKHOBEHWS NPUOBPETEHHOTO CMHAPOMA
yQT BO Bpemsi NpMMEHEHNs yKasaHHbIX npenapaToB Takke ABMs-
I0TCS: TMNOKanNMeMmsi, TMNoMarHMeMust, TMNoMYHKUMS LLIMTOBUAHOW
xenesbl, Tskenble opraHuyeckne 3abonesaHuws cepaua, bpaaukap-
AVsi, KOMOMHMPOBaHHAs aHTUapPUTMMYECKasi Tepanusi, ankorosnmam,
HepBHasi aHOPEKCUSI, OCTPble HapyLLEeHWs MO3roBOro KpoBoobpa-
weHus, cybapaxHougarnbHble remopparuu, hocopopraHuyeckme
COeAMHEHNS N HEKOTOPblE Apyrie akTopsl.

JleyebHble meponpuATUS nNpu gaHHon hopme cungpoma yQT
HanpaBrieHbl Ha OTMEHY npenapara, CTaBLUEro NPUYMHON dnek-
TPOM3NONOrMYECKNX HapyLLIeHUA. DTOro, Kak npasumno, bbiBaeT
[OCTaTO4HO, U [aree OCYLEeCTBMNSIETCS KOHTPOSb KIIMHUYECKOro
COCTOSIHWS U 3aneKTpokapanorpaduyeckon kapTuHbl. MNpu Bbipa-
XeHHOM yanuHeHun QT naumeHT JOrKeH Haxoamrncs nog MoHW-
TOpHbLIM HabnogeHeM B nanaTe UHTEHCUBHOWN Tepanuu, a nNpu Bbl-
ABMEHUN NONMMMOPHOWN Xenyao4KoBON Taxmkapaun Heobxoanmo
HayaTb BHYTPMBEHHOE BBefeHVe npenapaTtoB MarHusi u Kanus.
Berta-6nokaTopsbl, HanpaBneHHble Ha KynMpoBaHWe Taxukapauu
TUMNa nNupyaT, No-BUAUMOMY, MOTYT UCMOMb30BaTbCS NPU AaHHON
dopme cuHgpoma yQT, HO kK npenapaTamM nepsBoro BbiGopa OHW
He oTHocsiTcs. MNpOTMBONOKa3aHO UCMONb30BaHNe aHTUapUTMK-
yeckmx npenapartos |A, IC u lll knaccos, cnocob6CTByOWMX YAK-
HeHunto QT uHTepsana. lNpu oTCYTCTBUM KnNuHMYeckoro acpdekta
OT MedVKaMEHTO3HON TepanuMu MOXET NPUMEHATLCS BpeMeHHast
anekTpokapamMocTumynsaums. B yrpoxatowmux cutyaumusx Heobxo-
AVMa rOTOBHOCTb K MPOBEAEHMWI0 peaHMMaLMOHHBIX MEPONPUSTUI
B NonHom o6beme. [ocne KynupoBaHus apuTMuUm npodpunakTnye-
ckasi Tepanus 1 HabnoaeHne AOMKHbI NPOAOIHKATLCS Kak MUHUMYM
B TeyeHue cyTok [10].

B panbHeiilem nauneHTy A0mKHO GbiTb pEKOMEHA0BaHO BO3-
AepxaTbCsl OT Npuema feKkapcTs, BIUSIIOLIMX Ha NPOAOIKUTENb-
HocTb QT nHTepBana. CBoeBpeMeHHas oLeHKa NPOAOIMKUTENBHO-
CTU KoppurMpoBaHHoro nHTepsana QT ¢ nepBbIX AHEN Ha3Havae-
MO MeMKaMeHTO3HOW Tepanuu, a Takke aKTUBHOE BbisSIBNEHUE
WHAMBMAYANbHOTO U CEMENHOro aHaMHe3a CUHKonasnbHbIX CO-
CTOSIHUI U M3Ha4anbHO yanuHeHHoro uHtepsana QT nossonstot
C BbICOKOI BEPOSTHOCTLIO M3GeXaTh TSXKENbIX M NMPOrHOCTUYECKU
HebnaronpusiTHbIX KMMHNYECKUX COCTOSHUNA.
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