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Pedrepart. B faHHOM CTaTbe OCBELLEHO COBPEMEHHOE COCTOsIHME NPOBEMbI BPOXAEHHOO 1 MPUOBPETEHHOrO CUHAPOMA
yanuHeHHoro nHTepeana QT. MNpeacTtasneHbl CBEAEHUs O ero pacnpoCTPaHeHHOCTU, 9TMOSOMMK, NaToreHese, cnocobax
AMarHOCTUKU, KIMHWKE, BO3MOXHbBIX MYTAX MPOMUIAKTUKN XKMU3HEYTPOXKAOLLMX OCIOXKHEHUA.

Knroyeenie crioea: CUHAPOM yOAMHEHHOTO MHTepBana QT.

LONG QT SINDROME

R.KH. ARSENTYEVA

Abstract. This article describes the current state of congenital and acquired Long QT syndrome problem. Provided
the information about its prevalence, etiology, pathogeny, diagnostic methods, clinical picture and possible prophylaxy
ways.
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B nocnegHve rogbl B KNMHWYECKOW KapauonornM  BCTPeYaeTcs Y ML, ¢ NapoKcu3marbHbIMU COCTOSHUSAMMU,
npobnema yanvHeHunst nHtepana QT npvBne-  ay AeTen ¢ BpoxaeHHown rmyxoton — y 0,8%. Mpw obene-
KaeT k cebe mpuctanbHoe BHMMaHWE OTEYECTBEHHbIX U [AOBaHMU MAUMEHTOB C KAPAMOrEeHHbIMWU CUHKOMaNbHbIMU
3apybexHbIX nccnegosartenen kak daktop, npueoaawmin  coctosHuamy LQTS 6bin BeisiBneH B 36% criydaes. Bazett
K BHE3aMnHOWM CMepTW. YCTaHOBIMEHO, YTO Kak BpoxaeHHble,  (1920), Fridericia (1920), Hegglin n Holzmann (1937) 6binu
Tak 1 npuobpeTeHHble opMbl yanuHeHus uHtepsana QT nepBbIMM nccnegoBaTensmmu atoro peHoMeHa. Hegglin n
ABNATCS NpeaukTopaMuy aTtanbHbIX HapyLweHun putma,  Holzmann npegnoxunu dopmyny ans pacdeta 0o/mkHou
KOTOpble, B CBOI 04epeab, MPUBOASAT K BHE3aNHOM cMepTn  sesiuduHbl nHTepBana QT: QT=K/RR, rae K — koadhduumeHT
6onbHbIX. MHTepean QT — pacctosHue oT

Havana komnnekca QRS go 3aBeplueHus QRS
3ybua T. C TO4KM 3peHns anekTpoduamo- Complex
norun oTpaxaeT CyMMy NpoLieccoB Aeno-

nAapusauum (anekTpuyeckoe BO3bYxAeHMe R

CO CMEHOW 3apsiaa KIeToK) U nocrneaytoLLen
pernonspusaumny (BOCCTaHOBMNEHNE 3NEKTPU-
YeCcKOoro 3apsiaa) Muokapaa KenygoykoB.
YacTo aT0T napameTp HasbIBaOT 3/1eKmpu-
yeckasi cucmora ceppua (pucyHok). Hau-
6onee BaXkHbIM haKTOPOM, ONpeaensioLLIMm
NPOAOIMKUTENBHOCTL MHTEepBana QT sBnseT-
cs YCC. 3aBMCUMOCTb HOCUT HEMMHENHBIN 1

06paTHO NMPONOPLIMOHaNbHbIA XapakTep. ST
WNctopusa oTkpbitua LQTS Benet cBon PR Segment
oTtcyeT ¢ 1856 r., koraa T. Meissner onucan Segment T

BHE3arHyl CMepTb MOIOAOro YernoBeka BO
BPEMSI 3MOLIMOHANbLHOro CTpecca, B CEMbe
KOTOPOro eLle ABOE AeTel yMepnv Npu aHa-
NOrMYHbIX 06CTOSATENBLCTBAX. TOMbKO Yepes
100 net, B 1957 r., A. Jervell u F. Lange-
Nielsen npeacTtaBmnm NOMHOE KNMHUYECKoe
onucaHve LQTS y YeTbipex YneHoB OfHOM PR Interval
ceMbu, rae Bce cTpajanu BPOXAEHHOM S

TIYXOTOW, YacTbIMU MOTEPSIMU CO3HAHUSA

N UMenu CToWkoe YANVHEHVEe MHTepBana QT Interval
QT Ha OKT. Bckope C. Romano (1963) n

O. Ward (1964) npencraBunu HabnogeHne

aHanornyHoro CMHApPoOMa, Ho 6e3 BpOXKaeH-

Hou rmyxoTbl. LQTS ¢ BbICOKOW 4acToTomn AnekTpuyeckas cucTtona cepaua
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0,37 gna myxxdmH n 0,40 ons )eHwmH. Tak Kak gnuternb-
HOCTb MHTepBana QT 3aBMCUT OT YaCTOTbl CepAEYHOro
putMa (YONUHSACH NpU ero 3ameaneHun), Anst OLeHKK
OHa JofmkHa BbITb KOppekmuposaHa OMHOCUMENbHO
UCC. MpopomkutensHocTb nHTepBana QT HenocTosiH-
Ha Kak y uHaMBuaa, Tak u B nonynauyusx. dakropamu,
M3MEHSIIOLWMMIN ero ANUTENbHOCTb, ABMSTCS (TONbKO
OCHOBHbIE): YacToTa cepAeyHbix cokpaiweHun (YCC);
COCTOSIHME aBTOHOMHOW HEpPBHOW CUCTEMbI; AeNCTBUE
Tak HasblBaeMbIX CUMMIamomMumMemukos (agpeHanuHa,
HanpumMep); anekTponuTHbI BanaHc (ocobeHHo Ca?');
HEKOTOpble NeKapCTBEHHbIE MpenapaTtbl; BO3pacT; MoJt;
Bpems cyTok. Long QT syndrome (LQTS) npeacraenset
cobow yanuHeHne uHtepsana QT Ha 3K, Ha doHe koTo-
pOro BO3HMKAKT NapOKCU3Mbl XXeNyA04KOBOW TaXukapamm
TMNa «NUpyaT». Y AeTen NpoaormKMTENbHOCTb UHTEpBana
MeHbLLE, YeM Y B3pocrbiX. CyLecTBYOT Tabnuupbl, B KOTO-
pbiX NpeacTaBreHbl HOpMaTKBbI ATIEKTPUYECKO CUCTOSbI
XKEeNy4oYvKoB ANS AAaHHOMO nona u YacToTbl putma. Ecnn
y 60MbHOro NpodoMmKNTENLHOCTL MHTEpBana QT npeBbl-
LaeT uHTepBanbl 6onblue, Yem Ha 0,05 ¢, To roBopsiT 06
YONUHEHUWN 3NEKTPUYECKOW CUCTONMbI XKENyLoYKOB, YTO
ABMNSETCA XapakTepHbIM NPU3HaKoM KapAuocKrieposa.
OcHOBHasi ONacHOCTb 3aKMYaeTcsa B 4acTOW TpaHC-
dopmMaumm Taxukapanm B ubpunnaumnio XKenyaoykos,
4YTO HEPEeAKO NPUBOAUT K NOTEPE CO3HAHWS, aCUCTONUN U
cmepTun 6onbHOoro.

Yawe Bcero ucnonbaytca popmynbl basetTta

QTc(B)=% n ®pepepwuka QTc(B):%,

rae QTc — KOppekTUpoBaHHast (OTHOCUTENBHO YacToThl
cepdevHbIX CoKpalleHuin) BenuynHa uHtepsana QT, oT-
HocuTenbHasa BenuumHa; RR — pacctosiHue mexay AaHHbIM
komnnekcom QRS v npeaLwecTBYOLNM eMY, BbIpaXKaeTcs
B CeKyHaax.

dopmyna baseTtTa He BnonHe KoppekTHa. OTMeyeHa
TEHOEHUNS K U3NULLHEA KOPPEKTUPOBKE NMPWU BbICOKON
YacToTe CepAeYHbIX COKpaLLEeHn (Npu Taxmkapanumn) n He-
[0CTaTo4Has KOppekTUpoBKa Npu H13Kom (Npu bpagmkap-
ann). [lormkHble BENMYUHBI nexaTt B gunanasoHe 300—430
ansa myxdumH n 300—450 gns xeHwmH. B kayectse ogHoOro
13 HagexHblx npeguktopoB BCC MOXeET BbICTynaTh Takke
yBenuyeHve aucnepcum nHtepsana QT (AQT), koTtopas
npeacTaenseT cobon pasHuLy Mexay MakcumarnbHbIM U1
MUHUMarbHbIM 3HAYEHUAMN ANUTENBHOCTY MHTepBana QT
B 12 craHaapTHbIx oTBeaeHnax AKMAQT =QT__ - QT .
[aHHbI TepMUH BRepBble Obin npeanoxeH C.P. Day n co-
aBT. B 1990 r. Ecnn nHtepsan QT oTpaxaeT NpoaormkmTenb-
HOCTb OOLLEN 3NEeKTPUYECKON aKTUBHOCTU >XENYLO4KOB,
BKITHOYasi Kak Aienonsipusawmio, Tak 1 penonspusaumio, To
npy OTCYTCTBUM U3MEHEHUI NMPOAOIDKUTENBbHOCTU Xeny-
no4ykoBoro komnnekca QRS AQT oTpaxaeT perMoHapHyo
HEeOoOHOPOAHOCTb penonspudaumun. Benuunna AQT 3aBu-
CWT OT KONMYeCTBa BKIMKOYEHHBIX B OLEHKY oTBeaeHun KT,
NO3TOMY UCKIHOYEHME N3 aHann3a HECKOSbKMX OTBEAEHWN
NOTEHUMANbHO MOXET NOBMNUATL Ha pe3ynsTaT B CTOPOHY
ero ymeHblueHus. [ina yctpaHeHus atoro daktopa 6bin
NPeAnoXeH Takon nokasaTernb, Kak HOpMarnv3oBaHHas
ancnepcusa nHTepsana QT (AQTc), paccumTaHHas no
dopmyne AQTc = AQTC — 4nCNO UCNOMb30BaHHbIX OTBE-
aeHun. B Hopme y 3gopoBbix nuy B 12 otBegeHunsax OKIK
3TOT nokasatenb He npesbiwaet 20-50 mc.

OTuonorusa cuHapoma yaJsIMHEHHOrO
uHtepBana QT

OTmnonorusa LQTS oo HegaBHEro BpeMeHu ocTaBanach
HEBbISICHEHHOMW, XOTS HanMyMe JaHHOro CUHAPOMA Y He-
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CKONBbKUX YNIEHOB OAHON CEMbU MO3BOMMIIO MPaKTUYECKN
C MOMEHTa MepBOro OMUCaHWsi paccMaTpvBaTb ero Kak
BpOXAEHHYI0 natonoruto. CyLecTByeT HECKOMNbKO OCHOB-
HbIX rMnoTe3 natoreHe3a LQTS. OgHa us Hux — rmnoTtesa
cuMnaTuyeckoro gucbanaHca vHHepBauunm (CHWXeHue
NpaBOCTOPOHHEN CMMMNATUYECKOW MHHepBaLun Bcrneg-
cTBMe crnabocTn unmn HeJopPasBUTUSA NPaBOro 3Be344aToro
raHrmus u npeobnagaHve NeBOCTOPOHHUX CUMMNATUYECKUX
BNMaHWI). MNpeacTaBnseT nHTepec rmnoTesa naTonorumn
MOHHbIX KaHanoB. /I3BeCcTHO, YTO npouecchl Aenonspu-
3auun 1 penonsipusaumm B KapAMoMUoLMTax BO3HMKAOT
BCMNEACTBUE ABWXEHUSA 3MEKTPONIUTOB B KMETKY U3 BHe-
KNETOYHOro MPOCTPAHCTBA 1 06paTHO, KOHTPONMPYEMOTO
K*-, Na*- n Ca?*-kaHanamu capKkonemMmbl, SHepreTuyeckoe
obecneyeHne KoTopbIx ocyLlecTBrseTcs Mg?*-3aBucrmMon
AT®da3zon. NMpeanonaratoT, YTO B OCHOBE BCEX BapMaHTOB
LQTS nexut HapywweHne yHKUMM pasnnyHbix 6enkos
MOHHbIX KaHanoB. [Npn 3TOM NPUYUHbBI HapyLLUEHUS 3TUX
NnpoLEeCccoB, BeAyLUMX K yAnMHeHuto nHTepsana QT, moryT
ObITb BPOXAEHHBIMU U NprobpeTeHHbIMK.HacTo aTomy
npegLwecTByeT nocnegoBaTtensHocTb short-long-short
(SLS): yepenoBaHue cynpaBeHTPUKYNSAPHOM 3KCTpacuc-
TONUN, NOCTIKCTPACUCTONMYECKON May3bl Y NMOBTOPHOM
XKenyao4koBon akcTpacucTonuu. CyLecTBytoT ABa Hanbo-
1iee N3yyYeHHbIX NaToreHeTYeCcKMX MexaHmama apuTMni
npuv cuHapome yanuHeHHoro QT-uHtepsana. MNepBbi Me-
XaHu3M 8HympucepOeYHbIX HapyweHul pernonsapusayuu
Muokapda, a UMEHHO: MOBbILLIEHHAs YyBCTBUTENbHOCTb
MuoKapaa K apuTMOreHHoMy 3ahdeKTy KaTexornamMuHOB.
BTopon natocursnonornyecknii mexaHnam — oucbanaHc
cumnamuy4eckol UHHep8ayuu (CHWKeHe NpaBOCTOPOH-
Hew cMMNaTU4eckon MHHepBaLMKn BCrieacTBme cnaboctu
UNN HeJopa3BMTUS MPaBOro 3BE34YATOr0 raHrmms). ATa
KOHLeNums NoATBEPXKAAETCS Ha MOAENSAX C XXMBOTHLIMU
(yanuHeHue QT-nHTepBana nocne npaBOCTOPOHHEN
CTENNaKTOMUM) 1 pesynsTatamn NeBOCTOPOHHEN CTenmn-
9KTOMWM B JNIEYEHUN PE3UCTEHTHbIX (hOPM YANUHEHMS
QT-nHTepBana. Mo mexaHn3my pasBUTKS XXenya04YKOBbIX
Taxumkapaui Bce BpoxaeHHble cuHapombl LQTS Beigens-
10T B rpynny agpeHepruiecky 3aBMCcMMbIX (>kenyao4vKoBas
Taxvkapaus y Takux O6onbHbIX pasBuBaeTcst Ha doHe
NOBbLILLEHHOIO CMMMATUYECKOro TOHyca), Toraa Kak npu-
06peTeHHbI LQTS cocTaBnseT rpynny nay303aBUCUMbIX
(>xenygoykoBas 9KCTPaACUCTONMUS, NPEUMYLLECTBEHHO
NUpPyaTHas, BO3HUKAET MOCMe U3MEHeHUs MHTepBana
R-R B Buge SLS-nocnenosatensHocTn). 3T0 pasgeneHune
[OOBOMbHO YCINOBHOE, TaK Kak eCTb AaHHble O Hanmyuu,
Hanpumep, naysosaBucumoro BpoxaeHHoro LQTS. 3a-
perucTpupoBaHbl criyyau, Korga npuemM mMeankaMeHTOB
npuBOANUT K MaHudecTaunun paHee 6eCCMMNTOMHOrO
LQTS.

CuHOpom PomaHO—Yopda MOXeET BbITb pe3ynsTtaTtom
noboro n3 6 TMNoB MyTauun, cuHapom xepeenna—
JlaHze-HunbceHa pa3BuBaeTcs, korga pebeHok nony-
YaeT MyTaHTHble reHbl OT 06oux pogutenein. Hekotopbie
MyTauun BbI3blBalOT Gonee Tsxenble, ApyrMe — MeHee
Tspkenble hopmbl 3aboneBaHunsd. [lokazaHo, YTO CUHOAPOM
PomaHo-Yopaa npv roMO3nroTHOM BapuaHTe npoTekaeT
TaXKenee, Yem nNpu reTepo3nrotHom. Mo gaHHeim B.K. Ty-
caka u COaBT., U3 BCcex criyyaeB BpoxaeHHoro LQTS Ha
LQT1 npuxogutca 42%, Ha LQT2 — 45%, LQT3 — 8%,
LQT5 — 3%, LQT6 — 2%. YctaHoBneHo, yto npu LQT1
XapakTepeH ympeHHbIvi 3ybeu T, npy LQT2 — Hu3koamn-
NUTYyOHbIM 1 AByrop6bii, a npn LQT3 — HOpManbHbIf
3ybeu T. Hanbonbliasa gnutensHocTb QTc Habntogaetcs
npu LQT3. MNpencraBngaer nHTepec pasnuyve Npoaomku-
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TenbHocTu nHTepeana QT B Ho4yHOe Bpems: npu LQT1
uHtepBan QT HeckonbKo ykopadmBaetcd, npu LQT2 —
HesHaunTenbHO yanuHsaetcd, npyu LQT3 — BbipaxeHHO
yanuHsetcs. MaHndectaums KNMHUYEeCKUX NposiBreHni
npu LQT1 yawe HabntogaeTcs B Bo3pacte 9 neT, npu
LQT2 — B 12 net, npu LQT3 — B 16 net. Ocoboe 3Haye-
HWe MMeeT M3MepeHue uHTepsana nocne u3n4eckon
Harpy3ku. MNpn LQT1 cnHKkone BO3HMKaET Yalle npu du-
3uyeckown Harpy3ske, a npy LQT2 n LQT3 — B cocToAHMM
nokosi. Hocutenn reHos LQT2 B 46% cnyyaeB vmetoT
TaxmKapAumu U CMHKONarnbHble COCTOAHUSA, UHAYLIMPOBaH-
Hble PEe3KNMK 3ByKaMMU.

BpoxpaeHHblie popmbl

BpoxgeHHble dopmbl cuHagpoma yanuHeHns QT uH-
TepBana CTaHOBSITCS OOHOW M3 NMPUYUH CMEepTU OETEN.
CMepTHOCTb MpY HEeNeYeHHbIX BPOXAEHHbIX hopmax
AaHHoro cuHgpoma gocturaet 75%, npu atom 20%
AeTell yMupalT B TeYeHWe roga rnocrne nepeor notepu
co3HaHus 1 okono 50% B nepBoe fgecatuneTue xum3Hu. K
BPOXAEHHLIM (hOpMamM CYHAPOMA YANMHEHUSI MHTepBana
QT oTtHocaT cuHgpom Gervell-Lange-Nielsen v cuHgpom
Romano—-Ward.

CuHdpom Gervell-Lange-Nielsen — peakoe 3abonesa-
HWe, UMeeT ayTOCOMHOPELLECCUBHBIN TUM HAcneaoBaHWs
1 npeacTaBnsieT cobon coveTaHne BPOXKAEHHOM MMyXoHe-
MOTbI C yanuHeHnem nHtepsana QT Ha JKI, anusogamu
noTepu CO3HaHUS M HEPEOKO 3aKaHYMBAETCS BHE3AMNHON
CMepTbI0 geTen B nepBoe gecsatunetne XusHu. CuHo-
pom Romano—Ward nmeetr ayTOCOMHOAOMWHAHTHbIN
TMN HacnenoBaHusl. OH MMEET CXOOHYH KMMHUYECKYHD
KapTUHY: HapyLleHus puTma cepgua, B psige criyvyaes
C noTepen co3HaHusl Ha PoHe yANMHEHHOro MHTepBana
QT y petent 6e3 HapyLeHus crnyxa u peun. YacTtoTa Bbl-
SABNeHus yanuHeHHoro nHtepsana QT y geTen LWKONbHOro
BO3pacTa C BPOXAEHHOW IMyXOHEMOTOW Ha CTaHAapTHON
OKI gocturaet 44%, npu 3TOM NOYTU Y MOMOBUHbI U3 HAX
(okono 43%) oTMevyanucb 3nM3o4bl NOTEPU CO3HAHUSA
M napokcuambl Taxmkapguu. [pyu cyTO4HOM MOHMTOpPU-
poBaHum IKI noutn y 30% 13 HUX 3aperncTpupoBaHbl
NnapoKCU3Mbl HaZXKeNy404KOBOW Taxnkapauu, NnpuMepHo
Yy KaxZoro naToro «npobexku» XenygodukoBOW Taxu-
Kapauu Tuna «nupyaTt». Ons ouarHOCTUKM BPOXOEHHbIX
dopM cuHapoma yanuHeHua QT-uHTepBana B cnyyae
NorpaHMYHoro yAnMHEHUS /U OTCYTCTBUS CUMNTOMOB
npeanoXxeH Habop AMarHoCTUYECKUX kputepmes. «bonb-
lwme» Kputepun — ato yanuHeHne QT-nHTepsana 6onee
0,44 mc, HannyMe B aHamMHe3e 3aNn3040B NOTEPU CO3Ha-
HUSI U Hanuune cuHapoma yanvHeHus QT-uHTepBana y
4YneHoB ceMbu. «Manble» KpUTepun — 3TO BPOXKAEHHas!
HEeNpOCEeHCOpPHas TYroyxoCTb, 3NU30Abl anbTepHauum
T-BONH, MeaneHHbI cepaeyHbli puTm (y geTen) n naTo-
rniornyeckas XenynovkoBasi penonsipusawms.

Hanbonbllee AnarHOCTUYECKOE 3HaAYEHWE MMEIT
AoctoBepHoe yanuHeHne QT-uHTepBana, napokCM3mbl Ta-
xukapauu torsade de pointes 1 anu3ogbl cuHkone. Bpox-
[AEHHbBI CUHOPOM yanNuHeHus nHTepsana QT reHeTudeckm
reTeporeHHoe 3abonesBaHue, B KOTOPOe BOBIeYeHb! 6onee
5 pasnuyHbIX TOKYCOB XPOMOCOM. YCTaHOBMEHO, Kak Mu-
HUMYM, 4 reHa, onpeaensitoLLmX pa3BuTNE BPOXKAEHHOIO
yonuHeHust uHtepeana QT. Hanbonee pacnpoctpaHeHHoM
dopmori cuHapoma yanuHeHusi uHtepsana QT y monoabix
nv ABnsieTcs coyemaHue aHHO20 CUHOPOMa C Mpo-
JslancoM Mumpa’sibHo20 KjianaHa. Yactorta BbisiBNeHus!
yanvHeHus nHtepsana QT y nuu ¢ nponancamy Mutparnb-
HOro W/Unn TpUKycnuaanbHoro krnanaHos gocturaet 33%.
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Mo MHeHWo GOMbLUMHCTBA MccredoBaTenen, nponanc
MUTPanbHOro KranaHa sIBNSeTCS OAHUM U3 NPOSIBNEeHU
BPOXAEHHOW AMCMNasnn coeanHnTensHon Tkain. Cpeau
OPYrMX NPosiBNeHNI — crnabocTb COEANHUTENBHOMN TKaHW,
MOBbILEHHAs PACTSXKMMOCTb KOXMW, aCTEHUYECKUin Tun
TENOCINOXeHWs!, BOPOHKOOBpasHasi Aechopmanyst rpyaHom
KMNEeTKK, CKOMNMO3, NITOCKOCTONME, CUHAPOM rMnepMoGub-
HOCTM CYCTaBOB, M1OMUSI, BAPMKO3HOE PacCLLUMPEHMNE BEH,
rpbiku. Pagom nccrneqosaTeneil BoisiBrieHa B3aMOCBSI3b
yBenuyeHHoun BapuabensHocT QT-MHTepBana u ryGuHbl
nponabupoBaHns U/UNN HANMUYNA CTPYKTYPHBIX N3MEHEe-
HU (MMKCOMaTO3Hasi ereHepaLyst) CTBOPOK MUTPasibHO-
ro knanaHa. OfHON 13 rmaBHbIX NPUYUH DOPMUPOBAHUS
yAnUHeHUs uHTepeana QT y N1y ¢ Nponancom MuTparnb-
HOTO KlanaHa sIBMsieTCcs reHeTUYeCckn NpefonpeneneHHbINn
U1 NpUoBpPETEHHBIV AedULNT MarHus.

MpuoGpeTeHHble OPMbI

MpuobpeteHHoe yanuHeHne QT-uHTepBana MoxeT
BO3HWKHYTb NPV aTEPOCKIEPOTUHECKOM UM MOCTUHAAPKT-
HOM Kapamocknepose, Npu KapaMoMuonaTtum, Ha oHe 1
nocrie NepeHeceHHoro M1o- UNu nepvkapguTa. Yeenu-
YeHve aucnepcun nHTepsana QT (bonee 47 mc) moxet
TakKe ABNATbLCS NMPeAUKTOPOM PasBUTUS apUTMOTEHHbIX
CMHKOMarnbHbIX COCTOSHUIA Yy GOMbHbLIX C aopTanbHbIMU
nopokamu cepaua.

OTCyTCTBYEeT €4MHOE MHEHME O MPOTrHOCTUYECKOM
3Ha4YeHnn yBenuyeHus aucnepcun nHtepsana QT y Gonb-
HbIX MOCTUHMAPKTHBIM KapAMOCKIIepO30M: YacTb aBTOPOB
BbISIBUNW Y 3TUX NaUMEHTOB YETKYI B3aVMOCBSA3b MeXay
yBENM4eHeM NPOLOIHKUTENBHOCTN U ANCTIEPCUN UHTEPBaNa
QT (Ha 3KT) M pucKoM pasBUTISA NAPOKCU3MOB >Kerya04HKOBON
Taxukapamu, Apyrue nccnegosareny nogobHoM 3akoHoMep-
HOCTW He obHapyxunu. B Tex cnyyasix, korga y naumeHToB
C NOCTUHAPKTHBIM KapAMOCKIIEpPO30M B MOKOE BENUYMHa
avcnepcnn nHtepsana QT He yBenuyeHa, criegyert OLEeHUTb
3TOT MapameTp Npu NpoBeaeHNn Npodbl ¢ PU3NHECKOR Ha-
rpy3koi. Y 60mnbHbIX NOCTUH(APKTHLIM KapAnOCKIepo3oMm
oueHky ancnepcun QT Ha poHe Harpy304HbIX NPO6 MHOMMe
uccnegosartenu cumTatoT 6onee MHOPMaTUBHON ANs BEpU-
drKaLmm prcka >xenyOqoUHKOBbIX HapyLLEeHUIA pUTMa.

YanuHenve nHtepsana QT MoxeT HabntogaTbes 1 npu
CUHyCcOBOW Bpagnkapanmv, aTpUoBEHTPUKYNAPHONM brioka-
e, XpOHNYeCKoN LiepebpoBacKynspHOA HeJOCTaTOYHOCTM
1 OMyxonu rofioBHOro Mo3ra. OcTpele criydan yanvHeHns
uHTepsana QT MoryT Takxke BO3HUKATb Mpu TpaBMax
(rpygHow KneTku, YepernHo-MO3roBbIX).

ABTOHOMHas HeWponaTtusi Takke yBenuyvBaeT Benu-
4nHy nHTepsana QT u ero gucnepcuio, NO3TOMY AaHHbIe
CMHAPOMbI MMELOT MeCTO y B60IbHbIX CaxapHbIM AnabeTomM
I n Il TnoB. YonuHeHne nHtepeana QT MOXET UMETb
MECTO NpU HapyLUEHUSX 3NEeKTPonUTHoro 6anaHca ¢ rm-
nokanvemunen, rmnokanbumemMmmnen, runomMmarHesneMmen.
[MopnobHble COCTOAHMSA BO3HWKAIOT NOA BO3[4ENCTBMEM
MHOIMX MPWUYUH, HanpumMep, Npu ANUTENbHOM npueme
OnypeTukoB, ocobeHHO neTtneBblx (ypocemna). Onuca-
HO pa3BMTME XeNyao4KOBOW TaxMkapgauu Tmna «nupyaT»
Ha doHe yanuHeHus mHTepsana QT co cMepTenbHbIM
MCXOOOM Y XEHLUUH, HaxXoAMBLUMXCA Ha ManobenkoBon
OveTe C Lenblo CHbkeHust Macchl Tena. QT-uHTepBan Mo-
XET YANUHATBCS NPU NPYMEHEeHUN TepaneBTUYEeCKNX 03
psifa NnekapcTBEHHbIX CPEACTB, B YaCTHOCTU, XMHWAMHA,
HOBOKanMHammaa, NPOU3BOAHbIX heHoTUasnHa. YanuHeHne
3reKTPUYECKON CUCTONbI XenyA04KOB MOXET HabntoaaTecs
npu OTPaBreHNM NiekapcTBaMm 1 BeLLLeCTBaMM, OKa3blBato-
MMM KapAMOTOKCUYecKoe AeicTBME 1 3amMeasiowymm
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npoueccel penongpusauun. Hanpumep, naxukapnuH B
TOKCMYECKMX A03ax, PS4 ankanouaos, KOTopble Grnoku-
PYIOT aKTUBHbBIA TPAHCMOPT MOHOB B KIETKY MWOKapAa,
a Takke OKasblBaloT raHrmuobnokupytollee OencTBue.
M3BecTHbI Takke cnyvyan yanuHeHnus uHtepsana QT npu
oTpaBrneHusx 6apbutyparamu, hochopoopraHN4ecKMMm
MHCEKTULMAAMU, PTYTbIO.

O6wwenssecTHO yanvHeHne QT npu ocTpon nwemun
MUokapaa 1 nHdapkte mnokapaa. Ctonkoe (6onee 5 aHewn)
yBenuyeHne uHtepsana QT, ocobeHHO Npu coyeTaHun C
PaHHUMU XKEMyA04HKOBbIMY SKCTPaACKUCTONaMu, MPOrHOCTMYe-
CKu HeBraronpuaTHO. Y 3TUX NaLMEHTOB BbISBMEHO 3Ha4u-
TenbHoe (B 56 pa3) NoBbILLEHNE pUCKa BHE3AMHOW CMEPTW.
Mpv pa3BuUTUM OCTPON ULLIEMMN MUOKapAa Takke JOCTOBEp-
HO MoBbIWaeTca ancnepcusi nHTepsana QT. YcTaHoBneHo,
yTo gucnepcusa vHTepana QT yBenu4yMBaeTcs yxe B
nepBble Yacbl OCTPOro MHdapkTa mvokapaa. OTcyTcTByeT
eaVHoe MHeHue O BenuuyvHe aucnepcum uHtepana QT,
KOTOPOE ABMSAETCHA YETKUM NPEANKTOPOM BHE3aMHOW CMEPTU
y BOMbHbIX OCTPLIM MH(PAPKTOM MM1OKapaa. YCTaHOBEHO,
4YTO ecnv Npu NepegHuX MHapKTax Muokapaa aucnepcus
6onee 125 mc, TO 3TO NPOrHOCTUYECKN HEONAronpPUSATHLIN
akTop, CBMOETENbCTBYHOLLMIA O BEICOKOM pUCKE neTarnb-
Horo mcxopga. Y 60nbHbIX OCTPbIM MHGAPKTOM MUOKapaa
TakkKe HapyluaeTcs LmpKagHein putm gucnepcun QT: oHa
NOBbILLIEHa B HOYHbIE U YTPEHHME Yachbl, YTO MOBbILLIAET
pVCK BHE3aMHOM CMEPTU B 3TO BpEMS CyTOK. B natoreHese
yonuHenna QT npy ocTpom uHMapKTe MUOKapaa, Heco-
MHEHHO, UrpaeT porb rMNepcMMNaTUKOTOHUS, UMEHHO 3TUM
MHOIMe aBTOpbl OOBACHAIT BbICOKYH 3(PEKTUBHOCTb
B-6nokaTtopoB y aTmx nauueHToB. Kpome Toro, B OCHOBE
pasBUTUSA OAHHOTO CMHAPOMA NeXaT U 3NEeKTPONUTHbIE
HapyLUeHUsi, B YaCTHOCTW AeULIMT MarHus.

PesynbraTbl MHOrMX UCCneaoBaHnii CBUAETENBCTBYIOT
0 ToM, 4T0 A0 90% BONbHBIX OCTPLIM UHAAPKTOM MUOKap-
Aa umetoT aedunumT marHus. BeiseneHa Takke obpatHas
KOppensauMoHHasa B3aMMOCBS3b YPOBHS MarHusi B KpOBU
(cbIBOpOTKE M apuTpoumTax) ¢ BenuymHom nHtepsana QT
M ero gucrnepcuen y naumeHToB C OCTPbIM MHMapKTOM
Muokapaa. [NpeacTaBnsioT MHTepeC AaHHbIE O CYTOYHbIX
putmax aucnepcun QT, NOMyYeHHbIX MPY XONTEPOBCKOM
MoHuTopupoBaHum IKI. OB6HapyxeHO 4OCTOBEPHOE yBE-
nuyeHune gucnepcum nHtepana QT B HOYHbIE U paHHUE
YTPEHHME Yachl, YTO, BO3MOXHO, 1 MOBbILLIAET PUCK BHE-
3arHov CMepTn B 3TO BPeMs y BOMnbHbIX C PasnuyYHbIMU
cepAeyHo-cocyamcTbiMn 3aboneBaHnamMu (MWEMNUS 1
MHGAPKT MUOKapaa, cepaevHasi HeJoCTaTOYHOCTb U Ap.).
MonaratoT, 4yToO yBEnNM4eHne aucnepcun nHtepsana QT B
HOYHbIE N YTPEHHME Yachbl CBA3AHO C MOBbLILIEHHON CUM-
naTn4Yeckom aKTMBHOCTbIO B JaHHOE Bpems CyTOK. [pu ero
npoBeAeHUN HapsiAy C MOCTOSIHHLIM UMW NPEXOoAsLUNM yAa-
nuHeHneM nHtepsana QT y naumMeHTOB MOryT permcTpupo-
BaTbCH OpaavKapams QHEM U OTHOCUTENbHOE yBENUYEHWE
YCC Houbto, CHKEHNE umpkagHoro nHagekca (Ln).

XapaKTepHbIMU Npu3HaKamu SBNSIOTCS TaoKe YANMHEHne
BCeX napameTpoB nHTepsana QT; BbisiBNeHUE XenynoqKoBbIX
TaxvapuTMui UM KOPOTKUX MapOKCU3MOB XKENyL04YKOBON
Taxukapgmu, He Bceraa nposiBNsoLLMXCs 0OMOPOKOM; arb-
TepHauus 3ybua T; pyurnaHbi umpkagHein putm YCC, yacto
LI/ meHblwe 1,2; BbisiBneHne SLS-nocnenoBaTenbHOCTY;
CHVKEHME OYHKLMW KOHLEHTPaLummn putMa (yBEnuYeHve no-
ka3atens rMSSD); npnaHaku NapoKc3marnbHOM rOTOBHOCTM
pvuTMa cepgua (yBenudeHue 6onee yem Ha 50% nepuogos
MOBbILLEHHON ANCMEPCHM BO BPEMSI CHA).

Mpwn xonTepoBckoM MoHUTOpUpoBaHun AKI™ pasnuyHble
HapyLeHNs pUuTMa NPOBOAMMOCTM 3HAYUTENbHO Yale
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BbISABMSKOTCS MPW CUCTONO-ANACTONNYECKON ANCHYHKLMN
MUOKapAa, Npy 3TOM YacToTa UX BbISIBIIEHWS MPaKTUYECKN
B 2 pa3a NMpeBbILLAET BbISIBNIEHNE HAPYLLEHUSA pUTMa naum-
€HTOB C M30IMPOBaHHON ANACTONNYECKON OMCYHKLUMEN
Muokapaa. UTto cBuaeTensCTByEeT O TOM, YTO HapyLleHue
putMa 1 nokasatens QT ABMATCS OOHVMM U3 KpUTEPUEB
TSXKECTUM ANCHYHKLMU MUOKapaa. XOnTepoBCKOE MOHU-
TopupoBaHue IKI™ B codetaHum ¢ BOM n noBcegHeBHOM
r3nM4eCcKom Harpy3Kko No3BONSET AaTb OLEHKY KOpOHap-
Horo pesepBa y 6onbHbix MIBC — BbisiBNeHa CBSA3b Mexay
yanuHeHneMm nHtepana QT, cTeneHbo MOPaXXeHus Kopo-
HapHbIX apTEPUI U CHDKEHMEM KOPOHaPHOro pesepsa. Y
NaLuMeHTOB C MEHbLUEN TONEePaHTHOCTbIO K (h3NYECKON
Harpyske npu 6onee Tsxkenon popme NBC HabntogaeTcs
OOCTOBEPHOE YANMHEHME KOPPUTMPOBAHHOIO MHTEpBana
QT, 0coBEeHHO BbIpaXXeHHOE Ha (POHE NLLIEMUYECKOTO CMe-
LLeHns cermeHTa ST, 4TO MOXET CBUAETENbCTBOBATH O Bbl-
COKOM pucke daTtanbHbIX HapyLueHusx putma. CornacHo
COBPEMEHHbIM NoaxoaaM K OLEHKE AaHHbIX XONTEPOBCKOTO
MoHuTOopupoBaHust KT gnutensHocTb nHTepBana QT He
JorkHa npesbiwaTb 400 Mc y geTen paHHero Bo3pacTa,
460 mc —y feTen OOLWKONbHOro Bo3pacTta, 480 Mmc—y aeten
cTapluero so3pacta, 500 mc — y B3poChnbIX.

B 1985 r. Schwarts npegnoxun Habop cnegylowmnx
AvarHocTnyecknx kputepmes cuHapoma LQTS, koTopble
MCMONb3YyITCA U B HACTOSILLEE BpEMS:

1. «Bonbwue» kputepum gmarHoctukm LQTS: yonu-
HeHue nHTepBana QT (QT c 6onee 0,44 c); Hannyve B
aHaMHese CUHKOonMe; Hanuyme y vneHoB ceMbu LQTS.

2. «Manble» kputepum gnarHoctukm LQTS: BpoxxaeH-
Has HeNpOCEHCOpHasi rMyxoTa; anM304bl ansTepHauumn
BONnHbl T; Gpagvkapaus (y OeTen); natonornyeckas xe-
nyao4KoBasi penonspusaums.

[narHo3 MoxeT ObITb NOCTaBIEH NPV HaNMYMM OBYX
«BonbLNX» UM OQHOTO «BONbLUOTO» U ABYX «MarnbIX»
KpuTepues. YanvHeHue nHtepsana QT MOXeT npuBoauTb
K OCTPbIM HapyLUEHVUAM PUTMa 1 BHE3anHou CMepTu nuu,
3noynoTpebnsoLwmx ankoronem. BoamoxHo Takke paHHee
Hecneundguyeckoe nameHeHne Ha KM KOHeYHOM yacTu
XKErnyaoyKoro KoMmmnrekca ¢ oTpvuaTenibHOW OUHaMUKON
3TUX N3MEHEHWI NPU «3TAHOMOBOW» NPObE 1 OTCYTCTBUEM
NONOXWTENBHOW AMHAMYVKW NMPY UCMONb30BaHMK MPOObI C
HUTpOrMUUEepnHOM 1 o63magaHom. Hanbonbluyto anarHo-
CTMYECKYH LIEHHOCTb MMEET M3MEpPEHNe ANUTENbHOCTU
nHTepBana QT nocrne oKoH4YaHWsi Pr3nYeckowm Harpysku
(a He Npu ee BbINOMHEHWN).

JleueHune

[o HacTosiLero BpeMeHn He cyllecTByeT crocoba
NeYeHuns1, KOTOpbI UCKINoYMN Obl pyck HEGNAronpUsiITHOro
ncxopa y 6onbHbix ¢ LQTS. BmecTe ¢ TeM cyLuecTByowme
noaxodbl k BeAeHWIo 00MbHbIX MO3BOMSAOT YCTPAHUTL UMK
3HAYUTENbHO YMEHBLUNTbL YACTOTY MAPOKCU3MOB TaxmnKap-
AWM N CUHKONarbHbIX NPUCTYNOB, CHU3WUTL NETanbHOCTb
6onee yem B 10 pas.

MeankameHTO3Hble MEeTOAbl NEYEHUS MOXHO pas-
OEeNUTb Ha 3KCTPEHHYH M AnuTenbHyk Tepanui. [o-
cnepgHsisi 6asnpyeTcs NPenMyLLECTBEHHO Ha MPUMEHEHNM
[3-6nokatopoB. BbiGop aTx NnpenapaToB OCHOBaH Ha TEO-
pvm cneumnduyeckoro cuMmnaTuyeckoro ancbanaHca, Koto-
poi OTBOAMTCA BeAyLLas porib B NaToreHe3e 3abonesaHusi.
Mpodunaktnyecknn adpdeKT NpM NX UCNONb30BaAHUN
pocturaet 80%. Npexae Bcero crieqyeT yCTpaHUTb 3TUO-
niornyeckue hakTophbl, KOTOpPbIE NPUBENM K YATUHEHWIO NH-
TepBana QT B Tex criyyasix, e 310 BO3MOXHO. Hanpumep,
cnenyeTt OTMEHUTb UMW YMEHbLUUTL 403y MeaUKaMeHTOB
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(anypeTukmn, GapbutypaTbl 1 Ap.), KOTOpble MOTYT yBEnu-
YMBaTb NPOLOIMKUTENbHOCTb UNN AUCMEPCUI0 MHTEPBaNa
QT. AgekBaTHoe neyeHne cepaeqyHon HeJoCTaTOuHOCTU
COrMacHoO MexayHapoaHbIM pekoMeHAALMSIM U yCreLHOe
XMPYPruyecKoe neyeHre NopokoB cepaLia Takke npuseaet
K HoOpManusauum BenuynHbl MHTepsana QT.

MN3BecTHO, 4TO y 6OMNbHBIX OCTPLIM UHPAPKTOM MUOKaP-
Aa pubprHonNUTUYeckas Tepanusi yMeHbLIAEeT BENNYMHY
n aucnepcuto nHtepsana QT (XOTS 1 He [0 HOPMaribHbIX
BennuuH). Cpeaum rpynn npenapaTtoB, KOTOPbIE CMOCOBHbI
BNUSTb HE NaToreHe3 JaHHOro cuHApoma, ocobo crneayet
OTMETUTL ABe 2pynnbi: B-6710kamopkl U npenapamao!
MazHusl.

KnuHuko-aTnonornyeckaa knaccudpukauus
yonmHeHus uHTepBana QT 9KI

IMo knuHu4yeckum nposieneHusim: 1. C npuctynamm
noTepu Co3HaHusA (rornoBOKpYXeHusa u T.n.). 2. beccumn-
TOMHOE.

IMo npoucxoxdeHuro: |. BpoxdeHHbie: 1. CuHapom
Gervell-Lange-Nielsen. 2. Cungpom Romano-Ward.
3. CnopaawnyHoe. Il. lpuobpemeHHble: BbI3BaHHLIE fe-
KapCTBEHHbIMY NpenapaTamu.

BpoXXAeHHbIVi CUHAPOM YAJIMHEHUSA
uHtepBana QT

MaumneHtam ¢ cuHgpomamm Romano-Ward n Ger-
vell-Lange-Nielsen Heo6xoAnm NOCTOAHHbLIN Npuem
-6bnokaTtopoB B co4yeTaHMM C nepopanbHbIMU Npena-
patamu marHusa (Ma2Husi opomam no 2 tabn. 3 pasa B
AeHb). JIeBOCTOPOHHAS CTENMaKTOMUSA U yaaneHue 4-ro
1 5-ro rpygHbIX raHrnmueB MOXeT ObiTb pekoMeHA0BaHo
naumeHTam, y KoTopbix hapmakonornyeckas Tepanvs He
Aarna nonoxuTensHoro pesynerara. Mimetotcs coobLieHns
06 ycnewHom codeTaHmm nevenns B-bnokatopamm ¢ Um-
nnaHTaumen NCKyCCTBEHHOrO BOAUTENS putma cepaua. Y
nauMeHToB C ManonaTMYeCcKMM Nponancom MMTpanbHOro
KnanaHa nevyeHvne cnegyert HaunHaTb C NPMMEHEHWS ne-
poparnbHbIX NpenapaToB MarHus (MarHepot no 2 Tabn.
3 pasa B AeHb B TeYeHne He MeHee 6 MecC), MOCKOmMbKy
TKaHeBOW AedULUT MarHnusa CHUTaKT OGHMM 13 OCHOBHBbIX
nNaToU3noNornyecknx MexaHn3MoB hopMnpoBaHUS Kak
cvHgpoma yanuHenns QT-nHTepBana, Tak n «cnaboctmy»
COEANHUTENbHON TKaHW. Y 3TUX NuL, Nocrne nevyeHus
npenapatamm MarHUs He TONMbKO HOpManu3yeTcs Be-
nnymHa nHtepsana QT, HO M yMeHbLlUalTCs rnybuHa
nponabupoBaHUA CTBOPOK MUTpanbHOro knanaHa, va-
CTOTa Xenyao4KOBbIX 3KCTPACUCTOM, BblpaXeHHOCTb
KIMMHUYECKNX NPOSABNEHUN (CMHApPOMAa BeretTaTUBHON
ANCTOHMKN, remopparMyecknx CMMNToMoB U Ap.). Ecnu
neyeHve nepopanbHbIMX NpenapaTtaMmyM mMarHus yepes
6 Mec He okasano nonHoro agdekTa nokasaHo fobas-
neHune -6nokaTtopos.

MprnoGpeTeHHbIA CUHAPOM YAJIMHEHUS
nHtepBana QT

[ormkHbl GbITb OTMEHEHbI BCce mpenapartbl, crnocob-
Hble yanuHuTb QT-uHTepBan. Heobxoamma koppekuus
3MEKTPONUTOB CbIBOPOTKM KPOBU, OCOBEHHO Kanus, Kaslb-
uusi, marius. B psage crnyyaes aToro 6biBaeT fOCTATOYHO
ANs HopManusauun BeNMYMHbL U UCNepcun MHTepBana
QT ¥ NpohUNakTUKK KenyaouKoBbIX HapyLIeHUid puTma.
Mpv ocTpoM MHGapKTe MUoKapaa pubpuHonMTMYeckas
Tepanus 1 B-GrokaTtopbl yMeHbLLAKT BETMYMHY AMCNepcum
nHTepBana QT. OTU HasHa4yeHus CornacHo MexayHa-
pOOHbLIM pekoMeHOaUUAM SIBRSOTCA 00s3aTenbHbIMU Y
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BCEX BONMbHBIX OCTPLIM MH(PAPKTOM MUOKapAa C y4eTom
CTaHAapTHbIX MOKasaHuii U NpoTuBomnokasaHuii. OgHako
Aaxe npu afekBaTHOM BEAEHUW MaLMEHTOB C OCTPbIM
MHDapKTOM MUOKapAa y HemMaron YacTu U3 HYX BENUYMHa
n aucnepcust QT-MHTepBana He JOCTUralT HOpPMarbHbIX
BEMUYMH, CIieoBaTeNIbHO, COXPaHSAETCS PUCK BHE3AMHOM
cMepTu. Mo3ToMy aKTMBHO M3y4YaeTcst Bonpoc 06 adhdek-
TMBHOCTU NMPUMEHEHUS1 MpenapaToB MarHWs B OCTPOMN
cTaauu MHgapKTa M1uokapaa. OnuTensHOCTb, [03VMPOBKM
1 cnocobbl BBEAEHWS NpenapaToB MarHus y aTux 60nbHbIX
OKOHYaTESIbHO He YCTaHOBIEHbI.

3aknioyeHue

Takvum obpasom, yanuHeHve nHtepeana QT aBnsieTcst
npeavkTopoM datarnbHbIX HapyLLIeHWU puTMa 1 BHe3ar-
HOW KapOWOreHHOW CMepTU Kak y BOomnbHbIX C cepaeyHo-
cocyaucTeiMu 3aboneBaHusiMmi (B TOM YUCIEe C OCTPbIM
WH(APKTOM MUOKapAa), Tak U y NnL, ¢ MauonaTuieckmumm
XKenyao4koBbIMU TaxmapuTmusimu. CBoOEBpPEMEHHas ana-
rHocTuka yanuHeHuss QT u ero gucnepcuu, B TOM Yucne
npu XonTepoBckom MoHuTopupoBaHum OKI 1 npu npo-
BEJEHUN Harpy304HbIX NPOG, NO3BONAT BbIAENUTL rpynny
BOMbHbIX C NOBbILLEHHBIM PUCKOM Pa3BUTUS XKeNyOoYKOBbIX
apUTMWIA, CUHKOMNAnbHbIX COCTOSIHUIA 1 BHE3AMHOW CMEPTW.
OddeKTMBHBIMU cpeacTBaMmn NPOUNAKTUKMA N NeYEHNs
XKenyao4vKOBbIX HapyLUeHUA puTMa cepaua y 6onbHbIX C
BPOXAEHHBLIMU 1 NPUOBPETEHHBIMU (hopMaMmK cMHApoOMa
yanuHeHust nHTepeana QT senstTcs B-6rnokaTopsl B Co-
YyeTaHuW ¢ nNpenaparamy MarHus.

AKTyanbHOCTb CMHAPOMA YANMHEHHOrO MHTEepBana
QT onpegensieTcs nNpexae BCEro AoKasaHHOW CBS3blo C
CVHKOMNarnbHbIMU COCTOSIHUSIMU 1 BHE3aNHOW CepaeqHon
CMepTbI0, HAa YTO YKa3bIBakOT Pe3ynbTaTbl MHOTOYUCIEHHbIX
nccnegoBaHuii, B TOM Yncne pekoMmeHgaumm Esponerickon
accoumaumm kapamonoros. MHopM1poBaHHOCTbL 06 3TOM
CVHAPOME Bpayel-neamaTpoB, Kapamnornoros, HEBPOOroB,
ceMelHbIX Bpayen, obsasatenbHoe ucknodeHne LQTS
Kak OOHOWM M3 MPUYMH CMHKOMasbHbIX COCTOSIHUIA OyayT
cnocobCcTBOBATL AMArHOCTMKE 06CyKaaeMow NaTonornm 1
Ha3Ha4YeHWo afeKBaTHON Tepanuu Ans NpegoTBpaLLeHns
HeGnaronpusTHOro ucxoza.
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