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Ilpeancaosne

CoBcem HenaBHO cHHApoM yanuuénnoro uutepBana QT (LQTS) cuurancs peakum
3a0o/ieBaHMEM. M YNOMHMHAHMA O HEM OblIM eauHuuHbl, Ha ceromnsuwinuii neHs
HAKOMJIEHO 10CTATOYHO HH(pOPMALHH 00 ITOM CHHIPOME.

Bpoxkaéuubiii LQTS nposiBasercs, Kak npaBuio, B [AETCKOM BO3pacTe, MOITOMY
nepBbIMH  9TO  3a0oneBaHue  BbIABAAIOT neanatpbl. OOHAKO Hepeako aedroT
BPOKIAEHHOTO CHHIPOMA MPUXOANTCS HA 10CTATOYHO 3penblii Bo3pacT. M3BecTHO, uTO
uioraa LQTS anutenbHo nporekaetr OSCCHMNTOMHO. B TO K€ BPEMs, MOSIBUBILMCH
BIEPBbIE, MOKET 3AKOHUMTLCA BHE3anHOH cMepTbio. CHHKOMAIbHbIE COCTOAHMS,
CONMPOBOKIAIOLINE 3MH30/1bl  JIBYHANpPaBIEHHOI BEpeTeHOOOpa3HON JKely104KOBO#H
TaxMKapaun - THna - «nupysm™»  («torsades de pointes»), MOryT HanoMHHaTh
SMUACNTHYECKHI NPUNAA0K WIH NPUHUMAIOTCSA 32 UCTEPHUECKYIO PEAKLHIO, MOCKOIbKY
KJIMHHMYECKas KapTHHA BO BCEX ITHX CJyuasX OObIYHO pa3BEpThiBaeTcsi Ha Qoue
OBITOBBIX CTPECCOBBIX CHTYaLMI.

Hapsny ¢ BpomaEHHbIM cyuecTByeT M npuodperénubiii Bapuant LQTS. Hawm
NPEeACTaBICHUs O BTOPHYHOM CHHIAPOME acCOUMMPOBAHbI C PAIOM COCTOSHHI M
JIEKapCTBEHHbIMH  cpeacTBaMu. B oreuecTBenHoll snutepatype nyOnukaumii o
npuodperénnom  LQTS  Hemoctarouno. OaHako npakTHKa [OKa3blBaeT, YTO
BCTPETHUTLCS € 3TUM 3aD0/1€BaHHEM MOKET Kai/1blii KIMHULMCT, U OYEHb BA/AKHO, YTOObI
0 HéM Obuit HMHPOPMHUPOBAHBLI HE TOJLKO KApAMOJOrH, HO W Bpayd Apyrux
cnenranbHocteil. O0cnenys MalMeHTOB M Ha3Hauas TOT WJIM MHOM npernapar. OHM
MOIYT CTOJKHYTbCs ¢ npossieHuamu LQTS. B nocneanue roasl cTpeMuTeNbHO pacTéT
UMCIIO ClIydyaeB BHE3anHoi CMmepTH cpead joaeil mMonoaoro Bospacta. OaHol M3
NPHUUH ITOro pocta spasercs (akT BCE YBEIHUYMBAOUIEroCs NpUEMa JIEKapCTBEHHbBIX
cpenctB. Mbl Hadeemcs, 4TO Haile yyeOHOe rnocoOue MOMoAHMT CBEAEHHs 00 3TOM
3ab0/eBaHuH, [MOMOKET B €ro AMarHOCTHKEe, a [JaBHOe, B npoduiakTiuke
AKU3HEYPOKAKOLIMX APUTMHUI.

Hetopuueckas crnpaBka.

1856 - Friedrich Ludwig Meissner (Jleiinunr) onucan ciyuail BHE3anHoi cMmepTH
rJIyXOHEMOIT 1€BOUKH MOCsIe TOrO, Kak yuurens nydnnuno orpyran e€. /lpa 6para 31oi
JIeBOYKM TAKKe BHE3aNMHO CKOHuYanuCh nociae cuiabHoro ucnyra. Meroana DKIT B TO
BpeMsi €€ He CYLIEeCTBOBAIO. OJHAKO 3TO COOOLICHHE CUMTAIOT MEPBLIM OMUCAHUEM
KJIMHHYECKO# KapTHHbl Bposkaéntoro LQTS.

1901 - cooOuwenne Morquio o 0oablWOR ypyrBaiiCKoi cembe, e cemepo aerei
CTpazaio MMU301aMH MOTEPH COZHAHUSA, W BCE OHH YMEPJIH B IETCKOM BO3pacTe.

1918 - BbisiB/I€HA CBSA3b CHHKONAILHBIX 3MH30/10B C JICHEHHEM XHHHIHHOM.

1937 - Latham n Munro onucanu cembio ¢ 0IM3KOPOACTBEHHBIM OPaKOM, B KOTOPOii Y
naTepuiX Jeteil Oblia BPOkKAEHHAs TNAyXOTa M SMUIENTHYECKHE MPUNAAKH, W OAHH
peGEHOK BHE3aMHO CKOHYasCH.

1953 - Moller onybnukoBan cooOuleHHe O MajbuMKe C BPOKIAEHHOH TIYXOTOH M
yacTbiIMH OOMOpOKamH. B KoTopom BnepBble npeactaBun IKI-npusznaku LQTS:



Opannkapaus. namenenus cermenta ST u 3yOua T B rpyaHbIX OTBEACHUSX, YUIMHEHHE
unteppana QT.

1957 - nopeexckue Bpaun Anton Jervell u Fred Lange-Nielsen, npakrukyrwouimne B
ToHcOepre. onucanu ciaydyan CMHKOMAIbHBIX COCTOSAHUI Y 6 aeTeil, umerownx Ha DKI
BbIpaKEHHOE YIMHeHHe uHTepana QT. YerBepo M3 HUX CTpaganu BPOKAEHHOI
rIIyXOTOM M TPOe BHE3AMHO CKOHYaAHuCh. PoauTenn 3THX aeteit He umenn npobiem co
ciyxom, Obutn OecCMMNTOMHBIMM M uMmenu HopmaiibHyto DKIT. [lepBoe mnosnnoe
onucanne LQTS Obuto Hazeavo Jervell-Lange-Nielsen syndrome (curapomom
Jlxepsesuia-Jlanre-Hunbcena) v Bkatouano cemeiinyio (opmy BpoKAEHHOI Helpo-
CEHCOPHOI T1yXOTbl, YUTHHEHHBI nHTepBan QT, vacTbie CMHKOMabHbIC MH30/bl H
cllyyau BHE3arHoi cMepTH.

1963-64 - wranbsHckuii neanarp Cesarino Romano (1963) u mpnanackuii neanarp
Owen Conor Ward (1964) He3aBHMCMMO Apyr OT IApyra BbIABWIM Yy MNallMEHTOB
HapylieHHs, HAeHTHuYHble onucaHubiM panee Jervell u Lange-Nielsen, Ho &e3
BPO/KAEHHOH  rilyXoTbl. 3aboneBanne Obuto  HazBaHo Romano-Ward  syndrome
(cunapomom Pomano-Yopaa).

1964 - Selzer n Wray coobumin o 8 ciiydasx «napokcH3mManbHoi Guopuaisunm
KeJlyI04KOB» BClieAcTBHE npuéma quinidine.

1966 - F.Yanowitz npeactaBui 1aHHblie 0 TOM, 4TO uHTepBan QT MOKeT yanHHATBCS
nocse MpaBoCTOPOHHEH CTEIIKTOMHUH WM CTUMYJISLIMH JI@BOTO 3BE3AHATOTO FaHIIHS.
1966 - F.Dessertene onucan crneunpuueckyio BEpeTeHOOOPa3HYI IKely104KOBYIO
TaXUKapAMIO, nepeleaiiyto B (GUOPHAIALUMIO  JKENYJOYKOB €  NOC/HeAyOLIeH
OCTAHOBKOI1 cep/atia, KOTopyio Ha3eal «torsades de pointesy («nupyaT).

B 1960-x rr nosBHIMCbH J€CATKM COOOILLIEHHH O JIeKapCTBEHHBIX CpeacTBax.
yaiuHsiownx  uHTepBas QT M BbI3bIBAOLIMX  JKEYIOYKOBbIE — ApUTMHM  —
AHTHAPUTMHYECKHE, AHTHIICUXOTHKH, 0eTa-aroHUCThI («3IMUAESMHsS CMEPTH OT aCTMbI» B
Anonumn).

1970 - H.H.CaBuukuii 1 T.A.bsiMHOBa Ha OCHOBE JKCMEpHMEHTa CIeall BbIBOA 00
APUTMOreHHOM  BAMsAHUN  (pOoCcOpPOPraHHueCKUX HMHCEKTHLMIOB, KOTOPbIE MOIYT
yUTHHATE MHTepBat QT u MPOBOLHPOBATH KeTyA0UKOBbIE HAPYLIEHHS pUTMa.

1971 - AJ.Moss u J.McDonald npoenn mnepByr yCHELIHYIO JEBOCTOPOHHIOK
CUMNATIKTOMHIO OoabHbIM ¢ LQTS, He noaaarowmmMes 1e4eHHi0 aHTHAPUTMHUUYECKHMH
npenapatami. MeToa CTAaHOBHUTCS TepaneBTHYECKOH CTpaTerueii.

1971 - Ellen Andersen onucana y 8-1eTHero Majbuuka CHHAPOM. KOTOPbIH Obul
nononued B 1994 r. Al-Rabi Tawil u renwetuueckn waentuduunpoan B 2001 r.
(Andersen-Tawil syndrome. LQTS7). HKMmeer ayTOCOMHO-AOMHUHAHTHbIH  THII
Hac/leIoBaHMA, vaule BeTpevaeTcs y skeHinH. CHHAPOM BKItOuaeT B ce0s 3 rpynrbl
MPU3HAKOB: KaAHH-3aBUCUMBIH MEepHOANYECKHIT napanny: pasiaudHbie Aucmopduu
(HU3KHMI POCT. CKOJHMO3, CHHAAKTH/IMSA. KIMHOAAKTHIAMS WJIH HEOOBIYHO KOPOTKHE
nanblbl, AedekTsl IMann 3y00B. runepTesopH3M, MUKPOrHATHS. LMPOKHI 100, HU3KO
NpUKpenIéHHble ywn): yaauHenue wntepana QT u skenyIouKoBble HapyuIeHHS
putma. Cpennue 3Havenus QTc npu 3TOM CHHAPOME 4ACTO B npeaenax HOPMalbHbIX
3HaueHui. XapaktepHbl Oosbline BosiHbl U M yBesMyeHHe KOHeuHO# vactu 3ybua T.
JlarHo3 cTaBuTCA NpH HATMYKK 2 W3 3 NPH3HAKOB.
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1975 - LQTS ouumansHo BHeCEH B Mesk1yHapoaHyI0 knaccupukalmio 3adoneBaHHii
cepua.

1975 - P.J.Schwartz u A.Malliani yxkazanu na Btopoii DK[-npusnak LOQTS -
anbTepHaunio 3youa T W B SKCNEPUMEHTANBHBIX YCIOBHAX BbI3BAIN 3TOT (heHOMEH
CTUMYIISILINEH JIEBOTO 3BE3I4ATOrO FaHIJIN.

1975 - P.J.Schwartz, M.Periti, A.Malliani npeactaBunau nepeblii KpynHblil J0k1a1 00
appexTuHom neuennn LQTS Gera-anpeHobiokatopamit M METOIOM JIEBOCTOPOHHEN
cumnarudeckoil aexepsaunu. Jlecats ner cnycrs P.J.Schwartz (1985) npuBoaut
yOennTe/bHble JaHHble O CHHMkKEeHUM cmepTHocTH naunenToB ¢ LQTS no 6% no
cpaBHeHHIO ¢ 71% B OTCYTCTBHE J€UCHUS.

1976 - P.J.Schwartz nemoHCTpUpyeT NpPOTHBOMOJOKHBIH d(dexkt npaBo- u
JIEBOCTOPOHHEH CTE/IIKTOMHH Ha MOPOT JKey104KOBOI (PHOPHIIALINH.

1979 - R.S.Crampton ¢ coaBTOpaMH HHMUMMPOBAIW co3aaHue MekKayHapoIHOro
Peructpa GonbHbIX ¢ LQTS ¢ okuaaeMbIM nepcrneKTHBHLIM HCCe10BaHHeM Ha 25 neT
(Bcero uzyueHo cbiiie 2000 cemeit).

1980 - onupaschb Ha TeopeTHYeCKMEe M KauHuueckue aauubie, P.J.Schwartz nenaer
BbIBOA O Oosiee wwmpokom cnekrtpe LQTS. Bkmoualomem B cebs NauMeHTOB ¢
HOpMabHBLIM MHTepBaioM QT. DTa KOHUEnuMs BIOCAEACTBMM Oblla OKOHYATENbHO
NOATBEPH/AeHA KPYMHLIMH KITHHHYECKHMH HCCIIEI0BAHUAMM.

1985 - P.J.Schwartz Bbicka3zpiBaeT rMrnoTe3y O 3HAYEHUH CHMIATHYECKOH HEPBHOI
CHCTEMBbl KaK TpMITEpa JKM3HEONacHblX aput™uii npn LQTS wu  npemwaraer
auarHoctuyeckne kputepun LQTS.

1986 - A.J.Moss u P.J.Schwartz npeanonoxuiu, 4TO B KaYeCTBE «HEH3BECTHOMH
BHyTpHCcepaeuHoit aHomanuuy npu LQTS BeicTynaloT u3meHeHus B oaHom u3 K+
TOKOB.

1986 - B nadbmoneuusix P.Nguyen ¢ coaBropamu Obl10 YCTAHOBJIEHO, YTO Yy TOJOBHHEI
obcneayembix Gonbupix KT THMa «nuUpyIT» MHAYUMPYETCS NPOTHBOAPUTMHYECKHMH
npenaparamu | knacca.

1987 - H.Stratmann u H.Kennedy ony0nukoBaiu onucaHue cCilydaeB BHE3alHOM
cmeptu Beaenactsue ymwiuHenus unteppana QT u KT tuna «nmupys™ y MOnoabiX
KEHLLIMH, NPUMEHSBLINX HU3KOKATOPUITHYO OEKOBYIO AMETY.

1991 - Nador nokazan. uyro LQTS — He TonbKO «3aekTpuueckoe» 3aboneBanue,
o0paTHB BHMMAHME HA AHOMAIbHOE [BHKEHME CTEHKHM JKEelYJ0YKOB KaK MPHUMHY
MEXaHHUECKOIl albTepHALHH.

1991 - uccnenoBanus npuoOpenn FeHETHYECKOE HAMpaBiE€HHE, YTO MOKHO CUMTATh
3HAUMTENbHBIM MpopbiBoM B u3yuenun LQTS. M.Keating ¢ coaBTopamu B npeaenax
O/IHON CeMbH BbIABHIN TEH, JIOKAJIH30BaHHbIII HAa KOPOTKOM rnueue |1 XpoMocoMbl
(11pl5.5) wnenmanexko ot Harvey Ras-1 nokyca. WnentuduumpoBan Kak re,
oTrBeTcTBeHHbIH 32 LQTSI, Tonbko uepes 3 ner.

1995-1996 - oTKkpbITHE TPEX FEeHOB, OTBETCTBEHHBIX 3a LQTS, npoucxoant B teuenue 9
mecsaues, B nepuoa ¢ mapra 1995 r no auBape 1996 r: SCNSA (LQTS3) — Q.Wang ¢
coaeropamu (1995), HERG (LQTS2) — M.E.Curran ¢ coaeropamu (1995) u KCNEI
(LQTS1)—Q.Wang ¢ coasropamu (1996).

B nekabpe 1995 r P.J.Schwartz ¢ coaBTopammn yCTaHOBHIHM TPUITEPHbIE pa3inuus TPEX
OCHOBHBIX reHoTHNoB LQTS1-3.



1997 - coznan Esponeiickuit nudopmaunonusiii ueHtp LQTS (HbiHe QTsyndrome.ch) ¢
BbIX0/10M B MHTepHeT.

1997 - N.Neyroud ¢ coaBropamu nokasanu, yto JLNS BbI3bIBAIOT rOMO3HTOTHBIE MIIH
reTepo3UroTHbIC MyTallHH.

1997 - onucan penotun LQTSS, noaobusiit LQTSI, n naenrnduunposan ren KCNE|
(I.Splawski ¢ coaBropamu).

1997 - no uunumatue KomuTera mo maTteHTOBAHHbIM MEAMLHHCKUM Mpenaparam
CPMP (Committee for Proprietary Medicinal Products) n3naHo nepsoe HOpMatHBHOE
PyKkoBoACTBO K KinMHMYecKoil oueHke mHTepBajia QT/QTc B koHTekcTe pa3paboTkH
HOBbIX JlekapcTBeHHbIX cpeactB. € (apmaleBTHYECKOrO pbIHKA  OT3bIBAIOTCS
TepdeHaaHH, aCTeMH301, UN3ANPHI W ApyrHe Mpenaparsb.

1998 - u3BecTHoe amepukaHckoe TeneBusnonHoe woy Ha CBS «Chicago Hope
Hospital» Bbixoaut B a¢up ¢ croxerom o LQTS.

1998 - P.J.Schwartz Bbicka3sbiBaeT npeanooxkenune. uto LQTS moxkeT ObITb 0JHON M3
MPUYNH BHE3AMHOH CMEPTH HOBOPOAKIEHHbIX.

1999 - S.Priori ¢ coaBTopamMH Mokasaiu. 4TO y CHMITOMAaTHYeCKHUX nauueHTor ¢ LQTS
MOryT ObITb H/I€Hbl CEMbH C FEHETHHYECKHM Ae(eKTOM [MpH HAIMYHMH HOPMAILHOTO
uuTepsana QT.

1999 - onucan ¢enorun LQTS6. noxodusiii LQTS2, uaentuduunpoan ren KCNE2
(G.W.Abbott) u nyckossie pakTops! (JiekapcTsa. pH3HUecKkas Harpyska).

2000 - yctaroBicHo, uTo reH SCNSA, cesazanubiii ¢ LQTS3, oTBeTCTBEHEH 32 CHHIPOM
bpyrana.

2001 - N.M.Plaster ¢ coasropamu uaeHtudGuunpytor ren KCNJ2, oTBeTcTBeHHbIIT 3a
Andersen-Tawil syndrome (LQTS7).

2001 - moa penakuuei npodeccopa M.A.LLIKoIbHUKOBOH onyO/IMKOBaHA KHMra,
LEJIMKOM OCHOBaHHas Ha COOCTBEHHOM OMNbITe HAOMIOACHMS M JieueHHs OONbHBIX C
LQTS (6onee 200 cemeii).

2002 - nepBas MekayHapoaHas kKoHdepenuus (JIOHA0H) Mo BHe3anHOH cepaeuHoi
CMEpPTH.

2002 - no naHHbIM HccnenoBanns B KinHuke Mayo, LOQTS orseTcTBeHeH npumepHo 3a
5% ciyuaeB CHHAPOMA BHE3ATMHOMN 1I€TCKOH CMEpPTH.

2003 - rpynna uccnenosareneit U3 Mucturyta OMOTEXHONOrHK (Y HUBEPCHTET LUTATA
MbopusieHs1) onucbiBaeT 3HaueHue sedekTHOro Oenka aHkupuHa-B B passuTHm
’kn3neonacHbiX aputMuii npu LQTS4 («cunapom ankupuna-By). LQTS4 obycnosnen
mytauuamn ANK2 win ANKB wu xapakrepusyercs pasinuHbiMu aputMuamu. K
ocobennocTsiM DKI cnenyer oTHecTH HOpMabHble cpeanue 3Hadenns QTc u Gonbuime
BOJIHBI U,

2003 - npeanoxkena crpatudukaumus pucka apurmuii npu LQTS B 3aBucumocti oT
nona, reHotuna u 3HaueHus QTc.

2004 - ommcan LQTSS8 (Timothy syndrome) u uaentuduunposan ren CACNAIC
(I.Splawski ¢ coasropamu). Cunapom TumMOTH — MyJbTHCHCTEMHOE 3alosieBaHMe:
BpOKAEHHbIE  MOPOKH  cepaua  (OTKPBITbIH  apTepuanbHblii  MPOTOK.,  AeeKT
MEJIKey 10YKOBOI Meperopoaku, terpaaa Manno). aHoManuu auua (MIOCKUH HOC,
TOHKHE BepXHMe ryObl. HH3KO MocakeHHbIe YUIH, Hebosbline 3yObl, aedeKT sMan),
YMCTBEHHAs OTCTANOCTh, AyTH3M, CYAOPOKHbBIIT CHHAPOM, uMMyHonedhuunT. Haubonee
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APKUMH MpPU3HAKaAMK CHHIpoMa THMOTH ABIAIOTCS CHHAAKTWIINA W BblpaxkeHHoe (480-
700 mc) yanuuenne nntepeana QTc. Ha DKI wacto peructpupytores AV 6nokana 2
crenenu 2:1 u orpomuble 3youst T ¢ anbTepHauueii. JlnarHos cTaBUTCs, Kak NpaBuio, B
nepBble JHW JKM3HM HA OCHOBAHWM BBIPAAKEHHOrO YAIHHeHHs uHTepBana QT,
Opannkapaun 1 AV Gnokansl 2 crenen 2:1. Cunapom THMOTH CHMTAIOT OJHOH M3
NPHUUUH  paHHeH JIeTCKOIl CMEPTHOCTH. CpeAHAs  NPOAOJKHTENBHOCTb  JKHU3HM
cocragsasier 2,5 roaa.

2005 - FDA Beinyctuna cBoil 4-i NpoOeKT JOKyMEHTa MO BOMPOCY YAJIMHEHUs
nnurepsana QT/QTc, ¢ ykazaHHeM KOHKPETHbIX 1podriemM 6e30MacHOCTH JieKapCTBEHHO
Tepanumn (obHoBnenune B 2010).

2006 - wuaentuduunpoBan red CAV3, orerctBennblii 3a LQTS9 (M.Vatta ¢
coasropamu). LQTS9 oTHocHTCS K KaBEOAMHONATHUAM W TPOABISAETCA LIMPOKHM
CMEKTPOM MbILLIEYHOH MaTonorun (MHoOnaTtHu, MuoaucTpoduu, runeprpoduyeckas
KapAHOMHONATHS U ApYyTrHe).

2007 - A.Medeiros-Domingo ¢ coasropamu onucann LQTSI10 y 5-netHeii neBouku ¢
GeccuMNTOMHON Opaaukapaueii, BbIpaKeHHbIM yuIHHeHneM uHteppana QTc (712 mc)
3a cuét anuHHoro cermenta ST ¢ nosanum Havanom 3ybua T u AV Gnokanoit 2:1.
LQTS10 obycnoenen mytauneii rena SCN4B u nonoden LQTS3.

2007 - L.Chen ¢ coasropamn onucann LQTSI1 y 13-netHeit neBoukH o
uaeHTHuunposann orsercTeeHHblii ren AKAP9 (Yotiao).

2008 - K.Ueda ¢ coastopamu onucann LQTSI2, oOyciosieHHbli MyTaunei rexa
SNTAIL, y 18-71erHero 1OHOWMK € YaCTbiIMH CHHKOMAJbHBIMH COCTOSHMAMH H C
yanunénHbiM uuTepBaiom QT (QTce=530 mc).

2009 - upentnduunposansl reusi-moayaaTopst NOSIAP u GINS3, orBeTcTBEHHbIE 32
NPOAOJIAKHTEILHOCTL HHTepBana QT 1 BHE3anHyio CMEpTh B MOMYISALHH.

2010 - Y.Yang ¢ coaBropamH mnpeacTaBwin OosiblIOe HCCEA0BAHHWE YeTbIPEX
NOKOJEHHIT KHMTAHCKOI CeMbH € ayTOCOMHO-JOMWUHAHTHBIM THIMOM HAacle10BaHUs
LQTS13. obycnosnenubim myTtaunmamu resa KCNJS. LQTSI3  xapakrepusyercs
BbIPAKEHHbIM yUTHHeHHeM HHTepBana QT M BLICOKHM PHCKOM BHE3anHoii cmepTH B
OTBET Ha (PU3HUECKHIT HIIH IMOLIMOHAJIBbHBII CTpecc.

C 2010 - akTuBHOE M3yueHHe «kianHuyeckoro» reHoma LQTS B nporpamme GWAS
(«genomewide association» studies) reHOTHITHPOBaHMUSI.

Hanonarnyeckuii cuHapom yaanHénHoro nurepsaia QT.

Hanomuum, wuto Alervell u F.Lange-Nielsen BnepBble onucamnm cHHAPOM,
BKJIIOUAIOLLMIT ceMeiiHyto dopMy BPOKAEHHOIH ABYCTOPOHHEH IIIYXOTbl, YAJHHEHHbIH
unrepsan QT, yactbie cuHkonanbHbie coctosiHus U BC. TToxoxkuit cuHApOM, TOJIBKO
0e3 BpOKAEHHON rIyXOThl, Onucann HezaBucHmo apyr ot apyra O.Word n C.Romano.
[Tockonbky, kak npasuno, LQTS manudectupyer B AeTCKOM BO3pacte. OAHHMH M3
NEepBbIX CHHAPOM HAONIOAAIOT neauaTpbli-Kapanonoru. B Hawel cTpane Beayluum
CNEeUHaTUCTOM N0 3Tomy 3aboneBanuto siBiasercs npodeccop M.A.llkonbHuKOBa,
pykoBoanTenb MeaepaibHOro AETCKOro UEHTPa AHArHOCTHKN W JISYEHUs HapylieHuii
put™ma cepaua Ha 6aze Mockosekoro HUM neanatpun u netckoit xupypruu M3 Pd.



Jervell-Lange-Nielsen Syndrome

(JLNS)  xapaktepu3yeTcs ayTOCOMHO-PELECCHBHBIM  THIIOM  HAC/IEAOBAHMS W
BbI3bIBAETCA MYyTauusAMH B oaHOM 3 aByx reHoB: KCNQI (JLNSI, Gomnee 90%) u
KCNEI (JLNS2. menee 10%). JLNSI npotekaer, B uenom. tskenee, uem JLNS2.
MyTauun obHapyxnBaloT y 94% naumeHTos.

JLNS oOycnopneH abeppaunsmi KalueBbIX KaHAIOB, PacroiiokKEHHbIX B COCYAMCTOI
MOJIOCKE YJIMTKH (BHYTPEHHEro yxa) u B cepaue. [Tpu ctumyasiimm 3ByKOM Kanuii w3
CpeaHeil JIeCTHHLbI YJIUTKH NPOXOAMT K BOJOCKOBbIM KJIETKAM KOPTHEBOrO OpraHa,
NENOAAPU3YET MX M BbI3bIBAECT HHAYLMPOBAHHbIN KajblUHEBbIMH KaHajlaMu BbIOPOC
HEHPOTPAHCMHTTEPOB HA CJIYXOBOI HEPB, MOC/IE Y€ro CHrHAA HAMpaBIAeTCs B LUEHTP W
BOCTIpUHHUMAETCA  Kak 3BYK. [loazepkaHue BbICOKOW KOHUEHTpALHH Kaaus B
HAOIUM(PATHUECKOH  JKMIAKOCTH  BHYTPEHHEro yxa — HeoOX0AMMoe ycloBHe
HOPMaJILHOTO CJTyXa.

JledexTbl KaqMeBbIX KAHAIOB B YJIHWTKE SIBJSIOTCS MPUYHHON IJ1yXOThl, @ Ae(eKThl Tex
K€ KaHaloB B cepiue MPUBOAAT K HApYLUEHHIO 3JIEKTPUYECKOH AaKTHBHOCTH
JKEJTyIOUKOB.

JLNS cocrasnser okosno 10% ot Beex ciywaer LQTS u ouenuBaercs kak kpaiihe
peakuit cunapom: 1.6-6 na 1 000 000 nereii B BO3pacte 4-15 ner. HeoGbluaiino
Bbicokas pacrnpoctpaHéHHocTh JLNS ormeuaercs 8 Hopserun — ot 1:200 000 no 1:55
000 (B wuentpe Hopserun). JLNS wyawe BcTpeyaeTcs B KyJbTypax ¢
pacnpocTpaHEHHBIMH €IHHOKPOBHBIMH OpaKamMu.

B knaccuueckom npeactasieHuu, JLNS — 310 rayxoit peGéHOK ¢ 0OMOpPOKaMH B OTBET
Ha (Qu3NueCKHi MM IMOUMOHANLHBIN cTpecc. [JyxoTa sBAsSETCS BPOKIAEHHOI,
JIBYCTOpOHHeii, rinybokoii u Heiipo-cencopHoii. HeoOXo1nmMo noMHHTb, HTO rayxoTa u
yanunenuwe uHtepBana QTc moryt umerb pasivudbie npuumubl. [Toutn y 90%
nauueHtoB ¢ JLNS ectb aputvmuveckne coObITHS, Wy MOJOBHHBI CHMNTOMAaTHKA
neGroTHpyeT paHo, B Bo3pacTe 10 Tpéx Jer. bosee nonosuubl aereit ¢ JLNS Ge3
JIGYEHHS YMHPAIOT B Bo3pacTe 10 15 net. un tsaxénsie popmbl JLNS Ha3bIBalOT 01HOM W3
npuunt BC B MianeHuecTse.

TepanerTnuecknii noaxoa k naumentam ¢ JLNS ocnokusercs paHHHM BO3pacTom
KiuHuueckoro aebtora. Jlis neueHus notepu  ciyXa BbINOJHSETCS KOXJjieapHas
umnaantauus. OcvoBHas 3anaua tepanun JLNS — npodunaktuka BC. Jleuenue bBb ne
BriosHe d(hekTHBHO: YpOBEHb CMEPTHOCTH B TedeHHe 5 JieT coctasiser 35%. yactora
oOmopokoB — 86%. Y wacTH nauneHToB 3 eKTHBHA JTeBOCTOPOHHSS CHMMAaTHUYECKas
JleHepBalMsA, OIHAKO OOoJblIMHCTBY mnauueHtoB ¢ JLNS nokazan WKJL. [pynny
BbICOKOrO pHCKa COCTABAAKOT: My#uuHbl ctapuie 20 net ¢ mytaunsamu reHa KCNQI:
oOMopokH B Bospacte 10 S sier: BC B aHamHese («rpepBaHHas CMEpTb»): OTCYTCTBHE
dpdexra or apyrux BuaoB Tepanuu u uHTepBan QTc> 550 mc. [Mauwentam Gonee
HH3KOro pucka uenecoobpasvo oraoxute MKJL 1o noctuxenns 8-10 ner.
PekoMeH10BaHbI aBTOMATH3HPOBAHHbIE HApysKHbIE AeGUOPHIIATOPLI 10MA, HA padoTe
HJIH B LLIKOJIE.
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Romano-Ward syndrome

(RWS wru LOTS) xapaktepu3syeTcs ayTOCOMHO-IOMHHAHTHBIM THIIOM Hacse1oBanus. B
Hactosuee Bpems uaeHTHGuuMpoBaHo csbitie 500 MyTauuii B TpHMHAALATH reHax.
OTBETCTBEHHbIX 3a pa3BUTHE KIMHUUYecKknX nposasienuii LQTS.

i LQTS [ ren | xpomocoma [ 010K | meynkims

Pacupoctpanéunsie popvb (>1%)

LOQT-1 KCNQI 11pl5.5 Kv7.1 |IKs a-
cyObeannmna

LQT-2 KCNH2 7q35—436 Kvll.1 [IKr a-
CyObe/HHNIA

LQT-3 SCN35A 3p21 Navl.5 1INa a-
cyObemHnIa

Peaxne popmni (<1%)

LQT-4 ANK2 4q25—q27 Ankyrin-B |anchor

LQT-5 KCNEI 21q22 MinK LIKs b-
cyObemHNIA

LQT-6 KCNE2 21q22 MiRP1 JIKr b-

‘ cyObeaunnna

LQT-9 CAV3 3p25 Caveolin-3 1 KaBCOIMHOBBIX
oenkos (Navl.5)

LQT-10 SCN4B 11¢23 Navb4 TINa b-
cyObe/nH1Ia
(Navl.5)

LOQT-11 AKAP9 7q21—22 Yotiao | IKs
PEryJISATOPHBbII
anantep(Kvll.1)

LQT-12 SNTAI 20q11.2 al-Syntrophin 1 INa Genok-
anantep(Nav1.5)

LQT-13 KCNIJS 11g243 Kir3 4/Girk4 [IK-ACh a-
cyObemHnLa

Peaxune Gopybi ¢ IRCTPARAPAHAILHOI CHMIITOMATHROM

aAyMoCoOMHO-peleccusHoe Hacredosanue

JENS-1 KCNQI 11pl5.3 Kv7.1 |IKs a-
cyObe/mHuna

JENS-2 KCNEI 21q22 MinK 1IKs b-
CyObeHmILA

AVMOCOMHO-00MUHAHIHOE HACTEO0BAHUE

LOQT-7 (Andersen- KCNJ2 17q24.3 Kir2.1 [IKT a-

Tawil syndrome) cyObeanHnIa

LOQT-8 (Timothy CACNAIC 12p13.3 Cavl.2 1 1CalL a-

syndrome) . cyOne/nHnIa

Tabauua Nel. Manonarnyaeckuii CHiIpoM VAHHEHHOTO untepsata QT.

IKl — exooswuit  kaweeotit mox, [K-ACh — exooswuil  Kaiuegwill MOK;  pecyaupyvembiil
ayemxoiunom. IKs — seonennsiil Kaiuessitt MoK 3a0epicanioco eeinpsmienus; [Kr — éoicmporit
KQIUEEbIN MOK 3a0ePicannoo senpasnenus; INa — exooswuit nampuessiit mox; 1Cal. — seonennsiit
KQ1byUeEblil MOK.
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Omuonamoeenes. Hapyuwenne GyHKuUHOHNpOBaHHS O/IKOB B HOHHbIX KaHalIaX BOJIOKOH
Cep/IeuHOI MbILIUbI MPUBOANT K YAJIMHEHUIO BPEMEHH Pernojsipu3aliui kKejlya04uKoB 1
M3MEHAET TeOMETPHIO  COKpallleHns. BakHas posib  OTBOANTCH  BPOKIAEHHOMY
cuMnaTHyeckomy aucOanaHcy (acMMMETpUs WHHEpBaUMM cepaua) ¢ npeodiazaHHeM
JIEBOCTOPOHHEH CHMIATHYECKOH WHHepBauMu. MIMeT 3HaueHHe BOCMAINTENbHO-
JIereHepaTHBHOE TOBPE/AKICHHE HEepPBHBIX CTPYKTYP Cep/la BCIEACTBHE BHPYCHOMH
MH(EKIMH, TPOMHOH K HEPBHOMY anmapaty W BereTaTHBHbIM TaHMIHAM (BHpYC
MPOCTOro repreca W ap.), a TaKKe CaMOCTOATElbHOE JereHepaTHBHOE NopaKeHHe
HEPBHBIX TEMEHTOB CEp/Lla (HEBPHUTbI, FAHITHOHHTDI).

B Xoie coBpeMeHHbIX MCCleI0BaHMil MOKAa3aHO Hajduuyue TPEX pasHuHbIX THIOB
KIETOK B  MHOKapae JKeJyJIOYKOB: OMH-, OSHIOKApAHAIbHBIX W M-KIETOK,
OTJIHYAKOLLMXCSA MPOAOKHTENBHOCTBIO noTeHunana  JeHCTBHS. M-knetku
XapakTepusylotcs  HeOOJbLIMM  3aMeUTeHHEM  [MO3[HEro  KajiMeBOro TOKa H
3HAUNTEIbHBIM — TOKA MOHOB HATPHUS W HATpHii-KaabLHEBOro oOMeHa. DTH pa3inuus
MOHHBIX TMOTOKOB JI€KaT B OCHOBE Y/JTMHEHMs MOTEHUHada JeHCTBUS, YBEIHYEHHS
«YA3BUMOTO OKHa  penonspusauuu» W o0JerdyeHus MexaHu3Ma  3aepKaHHbIX
NOCTAENONAPH3ALIHA.

YBenuueHHe MNpoaOKUTEIbHOCTH MNOTeHUHana aedcTBus M-KIeTOK rMpHBOAMT K
MOABICHUIO TPaHCMy pasibHOMH ancnepenn penonspusaumnn (TDR). uro C.Antzelevitch u
J.Fish npemnarator ouenuBath 1o nosepxHocTHoii IDKIT kak wuHTepBan Mexay
BEPLIMHON M okoHuaHuem 3ybua T. CxoaHble MeXaHW3Mbl OTBEYAlOT 3a pa3BUTHE
JKM3HEYPOKAKOLMX APUTMHH MPH KAPAMOMHONATHAX, CEPAEYHON HEI0CTATOMHOCTH M
MieMuyeckoii 60e3HH cepaua.

Dnuoemuonocus. HYacrora nacneacrsensoro LQTS B Hacrosiliee Bpemsi OLUeHHBaETCs
kak 1:2500 (0.04%) y HoBopoka&nubix n 1:7000-10000 (0.010-0,014%) BO B3pOCHOIi
nonyasauun. Yactora nHocureneit mytaunii LQTS camas Beicokas B Mupe B DUHISHIANH
(0,4%) u B Hopeeruu (1%).

[Mpeobnanator xkeHwmHbl 1,6-2.0:1.

3a0oneBanne AeOOTHPYeT Kak MpaBuio. oOMopokoMm B Bo3pacte 21 + 15 mer, y
MY’KUHH Yalle 70 MoJIOBOr0 CO3peBaHHA, Y KEHILIMH — B oJiee 1o3HeM Bo3pacrte.
Bpoxaéuuniii LQTS Takke cunraercs oanoit w3 npuundH BC BHewHe 310poBoro
pedenka B 5-10% u HoBopokaéHHoro B 9.5% cnyuaeB (myrtaunu resoB KCNQI,
KCNH2, SCN5A, KCNEI, KCNE2, KCNJ2, CAV3).

M3  Ttpunanuati BuAoOB kKavaionatwit  tunel LQTS 1-3  sBasiorces  Hamdonee
pacnpocTpaHéHHbIMU M HauboJee u3yueHHbiMu. Ha nonto LQTS | npuxoaures 30-35%.
LQTS2 25-30%, LQTS3 5-10%. LQTS4 1-2%. a LQTSS 1% Bcex cayyaes. LQTS6-13
ABJAIOTCSA PEAKHMU.

Juarnocruxa LQTS:
. yanunenne untepana QTc: a) va noepxHoctHoi IKI/npu nosbiwennn YCC

nocsie NpoBoKauuu, b) nocne NCKAIOYEHHS BTOPHUHBIX MPHYHH (JEKAPCTBEHHbBIE
npenaparbl, 3NEeKTPOIUTHBIN auchananc, 3a0oeBaHus cepaua 1 ap):



2. NpUCYTCTBHE: @) MyTaLH reHOB. oTBeTCTBeHHBIX 3a LQTS, n/nunu b) cemeiiHoro
LQTS w/nin ¢) cumnromatnkn LQTS:

. TunuuHble ana LQTS u3menenns 3ydua T m cuHKOnanbHble COCTOAHMA Y O/IHOTO
W3 poaMTelNeii, MMEHILero JAMarHoCTHYeCKH 3Hauumoe ymnuHenue QTc wuam
NOJIOKUTENbHOE MOJIEKYJISPHO-T€HeTHYECKOe TECTHPOBAHHE;

4. nuarHocTHyecku 3Haunmoe yanuHenue QTc uan NONOKUTENBHOE MOJIEKY/IAPHO-
IeHeTHYECKOe TECTHPOBAHKE Y ABYX WM Oosiee 1eTei:

5. Boigiaenne myraunn KCNQI. KCNH2, SCNSA, KCNEl waun KCNE2 B
OTCYTCTBHE HEHPOCEHCOPHOI TTyXOTbI.

Kaunuueckas  kapmuna — 3aooneéanus.  Jna  LQTS  xapaktepHa  BblpakeHHas

KIWHUYecKas rereporeHHocTe — oT BC B muazeHuecTBe 10  MOKH3HEHHO

0ecCUMITOMHOrO TeUeHHS.

Cuutator, 4To nojsosuHa nauueHToB ¢ LQTS GeccumntomHa B Teuenue xu3Hu (37% ¢

LQTSI. 54% ¢ LQTS2 u 82% ¢ LQTS3 cdenorunamu). C apyroii cropoust B 10-15%

cayuaeB LQTS nepsoim nposiBiieHnem 3adoniepanus asnserca BC u y tpetn BC

3aBepLuaeT NepBblii 31301 00MOpoKa.

Puck BC npn LQTS B orcyTcTBHE a1eKBAaTHOrO jeueHus nocturaer 85%. npu 3Tom

20% neTeil yMHpalOT B TedyeHHEe roOJa Mocjie NepBoil MnoTepu co3HaHus u Oonee

MOJOBHHbBI — B NEPBOE JECATHIETHE KHU3HH.

B kauHuueckoii kapTiHe 3a00seBaHUS NOMHHMPYIOT NPUCTYNbl MOTEPH CO3HAHMA

(CHHKOME), CBS3b KOTOPBIX € IMOLMOHAIbHBIM (FHEB. CTPaX. pPe3KHE 3BYKOBbIE

pasapaxutenn) u Quznueckum crpeccom (¢u3nueckas Harpyska, nnasaHue, Oer)

MOAYEPKHBACT BAKHYIO POJIb CHMIATHYECKOI HepBHOI cucTembl B natorenese LQTS.

CylecTBYIOT  HEKOTOpble  KIMHMYECKME  OCOOEHHOCTH.  XapaKTepHble /s

onpenenéuublx resorunos LQTS.

[pu LQTSI nyckoBbiMu (hakTOpaMm cepaeuHblX cOObITHI BbiCTYNnatoT B 68% ciyuaes

¢u3uueckne Harpy3ku (ocobeHno nnaaHue) W B 14% ncuxosnoruyeckuii crpecc

(BHe3anubie notpscenus). [lpn LQTS2 oOGmopokn nposounpytorcs B 49%

IMOLHOHATBLHBIM CTPECCOM (CTpax M pe3KHe 3BYKOBbIE CHrHAlb). B 29% (u3nueckuMu

Harpy3kaMi, CHHKOMATbHbIE COCTOSHUS YHallAlOTCS Yy JKEHUWMH B MOCAEPOIOBOM

nepuone. OCHOBHbIMH Tpurrepamu apurmuueckux coOwbituit npu LQTS3 apasiorcs

NMOKOH, COH. BblpakeHHas Opaankapans (64%) .

I1pononKHTENbHOCTL NOTEPH CO3HAHMS COCTABAAET B CpelaHeM |-2 MHUHYTBI M B

NOJIOBHHE CJIYYaeB COMNPOBOKAAETCA IMNUASNTUH(HOPMHBIMH. TOHHKO-KIOHWYECKUMH

CyZ0porami C HerpoM3BO/IbHBIM MOYeHCrycKaHueM W nedekauneii. OOMOpOK, Kak

NpaBUIO, HACTyMaeT BHe3anHo, ©O€3 NpeIBECTHUKOB, 4YeM  OTJIMYaeTes  OT

BA30BArajibHOr0, OPTOCTATHHECKOTO WM SMHIAENTHYECKOro. YMCIo CHHKONAMbHBIX

COOBITHH B TEUEHHE KU3HHU COCTABAET OT OHOIO /10 COTHH.

Oomopokn npn LQTS obycnoenenbl pazgutuem noaumopdHoit KT tuna «torsades de

pointes» (¢ ¢panu. «nupy>m»). Tepmun npeanozxed ¢paHiLy3cKMM Kapauonorom

F.Dessertenne (1966). snepssie onucasuiem 3ty KT y 80-neTHeit nauneHTKH ¢ NOIHOM

AV OGnokanoii. «Torsades de pointes» (¢dpanu.) nan «twisting of the pointes» (anrsn.)

WK «ABYHanpasileHHyo BepeteHooOpasuyio» (pycce) KT HazbiBalOT elé «cepaeuHbim

OaneToM», «XaOTHYECKOH TaxuKapaueii», «Kelaya0uKOBON aHapxuei», «CcepaeuHbIM

LWITOPMOM», YTO, 110 CYTH, BJISETCS CHHOHUMOM OCTAHOBKH KpoBooOpatuenns. JIBXKT

|5
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— HeycToHuMBas Taxukapaus (oOuiee koanuyecTBO KomrmiekcoB QRS npu kamaom
npuctyne kosnednercs ot 6 10 25-100), ckIOHHAs K peunanBaMm (yKe uepe3 HeCKOIbKO
CeKYHI MM MHHYT  OPHUCTYN  MOKeT  TOBTOPHUTBCA) W fepexoay B
TpenetaHne/GUOPHINALMIO  KeyI04YKOB  (OTHOCHTCS K JKH3HEYTPOKAKOLMM
aputmuam). K apyrum snektpodusunonornueckum mexannsmam BC naunentos ¢ LQTS
OTHOCAT 3AEKTPOMEXAHHUYECKYH) AMCCOLMALMIO W acHcTonuio. K cuactblo, 3nn30/bl
JIBXKT npu LQTS 0O0bI4HO KynupytoTcs CMOHTAHHO W Tolbko B 4-5% ciyuaes
3aKaHUMBAIOTCS (haTalbHO.

Juarnoctuueckue kpurepun LQTS. npemnoxkenunbie P.J.Schwartz 10 reHetuueckux
vceneloBalnii ¢ nocaeayroleid mMoandukaunel, He MOTEpsSIH CBOeH KIMHMUYECKOI
LIEHHOCTH, YUYMTHIBAs CJOKHOCTH MOJIEKYJIIPHO-T€HETHYECKOr0 MCCIIe/IOBaHUs, H
NOMOTaKT Bpauy MpH rNepBOM 3HAKOMCTRBE € MalMeHToM 3anoao3puts LQTS.

JlnarHocTHyecKne KpuTepin baaan
DAeRTpoRAPAHOrpAPHIECKHE HIMEHEH s

1. QTc

>480 mc 3
460479 mc 2
450459 mc (y MyxuHH) 1
QTc=480 mc K 4-0if MHHYTE BOCCTAHOBIICHHS 110CIE (PH3HUECKHX

Harpy30K (CTpecc-Tect) 1
2. KT mina «immpyym» (Torsade de pointes) 2
3. Anbrepuanns 3youa T 1
4. 3azyOpennbiii 3yden T B 3 orBeaenmnsx |
S. Bpaankapams HiKe BO3PAcTHOI HOPMbI (Hitke 2-0ro npouentiis) 0.5

Kianunueckne 1anunpie

1. CHHKONA/IbHbIE COCTOSHMSA

CBsi3aHHBIC CO CTPECCOM 2
He cBsisanHbic cO cTpeccom 1
2. Bposkaénuas rayxora 0.5

Hacneacrsennocts
1. unenpt cembi ¢ miaentuduunposannbiv LQTS |

2. HEOOBACHEHHAS BHE3AIHASA CEP/ACUHAs CMEPTh Oinkaiiix
POJACTBEHHNKOB MoOu107Ke 30 siet 0.5

Tabana Ne2. Moanduumposannsie anarnoctiyeckue kputepiin LQTS (P.J Schwartz, 1993-2011).

Wurepnperauns. < 1 Oaia — Hu3Kas BeposTHOCTb, 1.5-3 OGanma — cpeansis
BEpOSITHOCTb, = 3.5 OannoB — Bbicokas BepostHocTb LQTS. Kputepun He
MHPOPMATHBHBI B BbIABACHHHW CKPBITHIX HOCHTENEH MyTalMu C HOPMajbHbIM
nHTepBaiom QT.

Kakyio e AMarHocTHueckylo cxemy npeanouectb Bpauy? HecomuenHo. B a1060m
Habope  KpUTEpHEB.  BKJIIOYAIOUIEM  KOJIMYECTBEHHYIO  OLEHKY  CHMIITOMOB,
MPUCYTCTBYET dIEMEHT cayuaiinocTu. [TodTomy nauueHTam co cpeaHeii BeposTHOCTbIO
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LQTS (2-3 Ganna) HeoOXOINMO LEICHANPABICHHO TMPOBECTH PS/ AOMOJIHUTENbHBIX
McclieloBaHnil,  Hanpumep, noBTopHyto peructpaumio K[, Tak kak BeauunHa
uurepsana QT MoKeT BapbUPOBATL, NPOBEPUTH AUCTEpcHIo HHTepBaia QT, BbINONHUTD
XM 1 sxokapavorpaduio. boabiyo nomMoulb MokeT oka3aTh NOAPOOHBIH ceMeiHbIH
aHaMHe3, Kacalolmiics OIM3KNX POJCTBEHHHKOB (OOMOPOKH, HeOKMIaHHAs CMEpThb
BCJIC/ICTBHE YTOIMJICHUS MM B JIOPOKHO-TPAHCMOPTHBLIX MMPOUCILECTBHAX, CemeilHas
SMUJENCHA. MOJ03PUTENbLHAA BHE3anHas CMepTb MJaAeHLEeB, 1100as HeoObACHEHHAs
BHe3anHas cMmepTh). HeoOX0AMMO NMpPOBEPUTH YPOBHH KalHWs M MarHHs B CbIBOPOTKE
KPOBH M TOPMOHbI IUHTOBUIHON 3Keje3bl, YTOObl YCTPAHHThb BTOPHUHbIE TPHUYMHBI
yanunenus QT v HapyuwieHHit penosipu3aimm.

IKI npusnaxu LQTS.

IpoaoaxurenbHocrs nurepsaaa QT.

llosepxnocmuas DKI'. lnntensnoctsb uutepsana QT 3aBucut ot YCC, nona. Bo3pacra,
N03TOMY HCIOJb3YeTCs He adCOoMIOTHAA, @ KOPPHIHPOBAHHAA BeauuuHa uutepsana QT
(QTc). CyuectByer MHOkecTBO (hopmyn onpenesnenuss QTc, HW OAHY M3 KOTOPbIX
Hellb35 Ha3BaTh MaeaNbHOI.

HauGonee ynorpedasembimu sipnstores: Framingham QTe = QT + 0.154 (1 — RR):

o = or : s or
Hodges QTc = QT + 1.75 (uce— 60): Bazett QTc = = u Fridericia QTc = —.
£ L Hee ) Q RR Q JRR

dopmyna Bazett ucnosb3yercs valle Apyrux M3-3a CBOei MpOCTOTHI, OHA aJeKBaTHA B
amanazone YCC=60-100 B muHyTy. 3a npenenamu STHX 3HAYEHMI KOppeKTHee
nosb3oBatbes hopmynamu Fridericia unu Framingham.

B Hopme QTc cocranser ang aereit u noapoctkos 0,34-0.44 ¢, ang mysxkuun 0,34-0,43
c. s skenwH 0.34-0.45 ¢, Bepxneil rpanuueii Hopmel QTc cunraior nas nereit u
noapoctkoB 0.44-0.46 ¢, w1a mykumnn 0.43-0.45 ¢, s xenwnn.0.45-0.46 c.

Y unenoB cembh ¢ BepuuurposaiHbiM LQTS anarno3 nonospepaercs npu 3HaYeHHUH
QTc> 450 mc y myxkumH U QTc > 460 Mc y KeHLIHH.

Camun no cebe 3Hauenns QTc Ha DKI™ nokos He 001ana0T YyBCTBHUTEIBLHOCTHIO M
cneunduunocTbio s amarnoctukn LQTS, 1.k untepan QTc ne crarnuen. Okono
31% nauuentoB ¢ mytaunsamu LQTS umeror 3navenns QTc 400 — 460 mc, ay 10-15%
Ha nexoaHoit DKIT QTc coBeplieHHO HOPMasbHBIH. DTO TaK HA3bIBAEMBbIE, «CKPBITHIEN.
«narentHbie» (Gopmbl LQTS, KOTOpble MOrYT BbISBASTBCS JHLIL MPH (PU3HUECKOI
Harpyske WiH MCHXOIMOLMOHATBHOM HarnpskeHun. [1o 3Toil npuunHe B KIMHHYECKOH
MpakTHKE MPHUMEHSIOT — pasfiMuHble  MNpoObl. HANpaBjieHHble HAa  CTHUMYJISLHIO
CHUMITATHYECKOH HEPBHOH CHCTEMBI, 4YTO CMOCOOCTBYET YCHJIEHHIO aBTOMAaTH3Ma,
NOSABJIEHHUIO 3a/IEP/KAHHBIX MOCTAENONAPH3ALMIL, a MPH ONpeaeNEHHBIX YCIOBUAX —
BO3HHUKHOBEHMIO mnetin re-entry. Takumu npodamu sBASIOTCS HArpy304Hble TECThbl
(BEODProMeTpus,  TpeAMMI-TECT M 1p.),  opTocTaTHyeckas  npoda W
a7PEHAIMHOBLII/HU30MPOTEPEHOJIOBBII  TECT, CYLIECTBEHHO TOBBILIAIOLINE  LIAHCHI
naentudurkaunn LQTS.



Hazcpysounvie meemsl. HenocpencteeHHO nocie (u3nueckoit Harpyskn unrepsan QT,
KaK MpaBHio0, yAAMHACTCH, KaK y nauneHToB ¢ LQTS, Tak n y 310pOBbIX, HO NMPOLECCHI
BOCCTAHOBIIEHHS npoTekatoT pa3nniHo. Couertanue ymwimHéHHoro QTc nokos u
nosaxero Boccranosienus QTc umeer uyBcTBuTebHOCTE 0,92 M cneunduunocts 0.82
ans ooHapyxkenns LQTS. Y anunenune QTc Gonee 480 Mc Ha 4 MUHYTe BOCCTAHOBICHUS
npusHan 100% crneundpuuecknm npuzHakom LQTS (kputepwmii P.J.Schwartz, 2011). Ha
nuke (PM3HYECKOI HArpy3KH MOTYT OTMEUaThes H3MeHeHus Mmopdonorun 3ydua T.
HekoTopeie aBTOpBI NpeuiaraldT opmocmamuyeckyio npooy, onucaHHy kak «QT-
stunning» (4yBCTBUTENbHOCTL 90%). Y naunentoB ¢ LQTS umeercs HenocrarouHoe
yKkopouenue uutepBasa QT B OTBeT Ha BHE3anmHOE yualleHHE PUTMa MpH mnepemeHe
nonoxkeHns tena u3 «iéxa» B «ctos». K[ peructpupyercs B noAoKeHUH «iéxkay,
onpeznensercs QTc base (cneunduunocte ans auarnoctukn LQTS 74%). 3atem
nauneHT ObicTpo BCTAET, n DKI HenpepbiBHO PErHCTPUPYETCs B TEYEHHE 5 MUHYT.
Yuawenne putva  0Ge3  cooTBeTcTBYowero cokpaumenus QT  npuBoaut K
makcumanbHOMYy «pactskenuton QT (QTc stretch), a nocne Bozepawenus YCC k
ucxoanoit — QTc (QTc return). YV naumentoB ¢ LQTS QTc stretch m QTc return
YIUTHHSIIOTCS I0OCTOBEPHO OoJiblue, vem y 310poBbixX (cneunduunocts 87% n 84%
COOTBETCTBEHHO).

[IpoGoKayuoHHeITL Mecm ¢ AOPEHATUHOM U30NPOMEPEHOI0M UMEET MPOTHOCTHYECKYHO
3HauumMocTh 76-90 % npu LQTSI.
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Puc 1. DKl -npusnakn LOQTS. A — anprepuamns 3v6ma T. B — AV 6nokana 2 crenenn 2:1. C —
AKETY1I04KOBAs Taxukap s «torsades de pointes»

AabTepHaums 3youa T. AnsrepHaunio 3yOua T onpenensior kak H3MEHEHHE
amMIuInTy abl, MOpMOIOrHH 1 NoAspHOCTH 3yOua T OT Kommiekca K Komrekcy. Oe3s
uamenenus gopmbl QRS (puc 1A). uto MoOKeT HaOm0IaTLCS B MOKOE B TEUEHHE
KOPOTKOr0O MpOMEeKYTKa BPEMEHM, OJIHAKO valie ajibTepHauus 3youa T BO3HHKaeT B
MepHO/1 IMOLHOHAILHOTO MW Gu3uueckoro HanpsskeHus u npeawecrsyet JABKT wiu
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®)K. Anvrepraums 3ybua T oTpakaeT BbICOKMI  YPOBEHb  DIEKTPHUECKOI
HecTabuIBHOCTH MHOKap/a

W3smenenue ¢opmbl  (Mopdoaorun) 3youa T. XapakrtepHbl pazHooOpa3sHbie
u3meHeHus dopmbl 3youa T B Buae ABYX- W TpEX(DasHbIX, 3a3yOpeHHBIX, ABYropObIX,
3yGuaThiX. OTpHUATEIBHbIX, [1-00pa3HbIX. CHHYCOMAANbHBIX (pHC 2).

Mopdonorus 3ybua T nocratouno sddextuBHo (B 80% cnyuae) nomoraer B
NpeaBapuTeNbHON THArHOCTHKE OMpenen&HHOr0 reHOTHNA CaMbIX PacrnpoCTpaHEHHbIX
LQTS1-3: npu LQTSI 3ybusl T BbICOKOAMNANTYIHbIE, HA LUMPOKOM OCHOBAHHH, TPH
LQTS2 aByropOwie, 3yOuarbie. a npu LQTS3 3yOubl MmaneHbkHue, € JUIMHHBIM,
M303/1eKTPHYECKHM cermeHTom ST.

B COMHMTENbLHBIX Clyuasx [POBOAAT MNPOBOKALUMOHHYIO nNpody ¢ aneHO3HMHOM.
MO3BOSAIOLIYIO OUEHHTHL W3MeHeHus uHrtepsana QT n mopdosnornuu 3ydua T Bo Bpems
AIEHO3HUH-HH/ly LMPOBAHHOI Taxukapaun (3ydeu T U3 HOPMATLHOrO CTAHOBHUTCS ABYX-,
TpéxdazHbIM ¢ anbTepHauneil pasHbix (as).

Jucnepensi uatepBana QT — pasHuua MexI1y MaKCHMaIbHbIM H MHHUMAalbHbIM
3nauennem untepsana QT B 12 cranmaptHbix orBeaeHusx DKIT (QTd = QTmax —
QTmin). Ewé B nauvane 60-x roanos J.Han n G.Moe nokasanu, 4TO acHHXpOHHas
penoisipu3aums  KeIyI0UKOB  SIBASETCS  BAKHbIM  TPUITEPHBIM  MEXAHH3MOM
BO3HUKHOBEHMsl apuTMHil. HeroMoreHHoCTb NpoLeccoB penonspu3alti, CHHKAIOLIAs
nopor ®K. apnserca GoOHOM ANA pa3sBUTHA sKU3Heyrpoxkatouleil aputmun v BC.
MMEHHO 9TO YTBEpKAEHHE MOCIYKHI0 ODOCHOBAHMEM METO/a OLEHKH AWCMEPCHH
unreppana QT.

Onnoit u3 npuunn QTd, cyulecTBytouleii 1 B HOpME, CUHTACTCA pasinyuue NpoOLECCoB
penonspH3auui B pa3HbIX OTJENaxX MpaBoro W JIeBOro Kemyaouka. Y 310pOBbIX JIHLL
QTd cocrasaser 20-50 mc. Beanmunna QTd Bbllie y KEHIIMH [0 CPABHEHWIO C
MYZKUMHAMH, YTO CBA3AHO C BIMSHHEM MOJOBBLIX FOPMOHOB, @ TAK/Ke C OCOOEHHOCTAMU
MCUX0IMOLHOHANLHOrO — craryca. Otmeueno Hanuume umpkaanoctn  QTd (¢
YBEJMYEHHEM B HOYHbIE YacChl) U MOJIOKNTENLHON KOPPensLMOHHOI cBa3n mexay QTd
u maccoii Tena. I1o nanueivM nutepatypsi, yBennuenne QTd — npenBectHuk daranbHbIX
aputmuit 1 BC npu  uwemuyeckoii Oone3Hnm cepaua, AONOAHWTENbHBIX MYTAX
npoBeieHus, AUCHYHKLUMHM aBTOHOMHOI HEPBHOH CHCTEMbl, rHNepTpoduu J1EBOro
JKEJY/I04Ka,  apUTMOTEHHOI  JIMCMIAa3uM  NPAaBOrO  JKEIyJ04Ka,  XPOHHYECKHX
OOCTPYKTHBHBIX 3a00/1€BaHUAX JIEFKUX, caxapHOM jaualeTe. pa3lMuHbBIX BHIAX
KapAMOMMONATHH,  Korja  HanOosnee  BbIpak€Ha  FETEPOr€HHOCTb  MPOLIECCOB
penoasipuzaunn. Camasi Bbicokas BapuadenbHocTh uHTeppana QTd (150-250 mc)
HaGnonaeTcs  y  OOMbHBIX € wanonatuyeckum M BropuunbiM  LQTS, uro
CBHIETENLCTBYET O BbIPAKEHHOH HEOAHOPOJHOCTH MPOLECCOB penoispu3alnl u
ANEKTPHUECKOI HeCTAaOMILHOCTH MHOKapa.
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LEAD Il LEAD 1l

HOPManeHbiH MTepsan QT

?
:

HOpManeHeiit uurepean QT 1

- QT - [ QT -

HEOTUETAMEAA KOHEYHAR YacTe
2ybua T (T-U komnaexc)

3ybey T ¢ megnennbim
NOABEMOM, M3 WHPOKOM
ocHOBaMMK

3ybeu T Ha wupokom

OCHOBaHWM, ABYropbBiIi 3y6au T cunyconpanson

$opmei

3y6eu T geyropbeiit, ¢

- 3y6eu T nozgmui, nocne
TYAHOH

ANMHHOrO cermenTa ST

s

wacTeo

it

Puc 2. Mopdozorns 3y6ua T npn LQTS.

cpeaHun mopdonorua sybua T nposouupyoume
™n QTc, mc dakTopbl

$uandeckue Harpyskm 68%
480 A 1N 3MOUMOHaNLHBIN cTpece 14%
Larn I / \, coH, noxoit 9%

-~ v/ apyrve 19%

$urzuveckue Harpysku 29%
LQT2 480 i 3MOUMOHaNnbHBIN cTpece 49%
\ cOH, nokom 22%

— e P} 1
i $uzndeckue Harpyzkm 4%
LQT3 290 i 3MOUMOHaneHBIN cTpece 12%
/ ‘. cow, noxon 64%
— L/ | apyrme 20%

Tatmmua Ne 3. Ocnosubie npusnakn LQTS1-3

Hutepsan Tp-Te (pacctosinne mesxay nMKOM M OkoHuaHuwem 3youa T) — BasHblii
HEeMHBA3MUBHBII HHAeKC oueHkn TDR. nmetowmnii 601b1IYI0 HEHHOCTh KaK MPeAHKTOp
JABXKT. uwem unteppan QTc u QTd. M3mepeHue siyyile NpoOM3BOAHTL B TIPYAHBIX
orBeneHuax VI1-V6. Uurepsan Tp-Te He 3aBucut ot Bospacta, nona u YCC. Uutepsan
Tp-Te B V5 umeer HopmanbHoe 3HaueHue 94 MC y MyK4MH M 92 MC y IJKEHILUHH.
Yanuuenune Tp-Te = 120 Mc — nokasartenb d1eKTPHUECKOI HeCTaOMIBLHOCTH MHOKap/a.
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Takxke npeiokKeH HHIEKC apHTMOTEHHOCTH, OnpeiessemMblii Kak oTHowenuwe Tp-
Te/QT, KOTOPBIi Y 310POBBIX JTH0AEH B FPYAHBIX OTBEAECHHAX HMEET Cpe/lHee 3HaYeHHe
0,21 u ocraérca orHocuTenbHO noctosHHbIM npu YCC 60-100 B MuHYTY.
Juechynkumsi cuHycoBoro y3aa. Y nauneHtoB ¢ LQTSI cunycoBas Taxukapaus
MOJKET BbI3bIBaTh HeajeKkBaTHOEe yKopoueHue unuTteppana QT, uto co3naér ycnoBus s
¢penomena «R-na-T» ¢ unnuunposanuem KT/DK. HacTopokeHHOCTb 10MKHbBI TaKkkKe
BbI3bIBATL OpajnKapaus B JETCKOM Bo3pacTe M Henocrarounbiii npupoct YCC Bo
Bpems  (hu3uueckoil Harpy3kn |y B3pocibiX. BblpakeHHas puruaHas CcHHycoBas
Opaaukapaus  Xxapakrepna ans LQTSI w LOQTS3. bpaaukapaus BkioveHa B
anarsoctnueckue kputepnn Llsapua (0.5 nyHkra).

Hapywenue AV nposoaumoctu. Cuntaior, uto AV 6nokana 2 crenenu 2:1 (puc IB)
TECHO acCOLUMMPOBaHa € TJIOXMM nporHo3om (naxe npu tepanuun Bb u UKJI) n
xapaktepHa st resorunos LQTS2, LQTS3, LQTS8 u LQTSI0.

Keayroukosbie Taxuapurmun. PaccMOTpUM MeXaHW3Mbl Pa3BUTHS TaXHAPUTMHIL
npu LQTS. rnaeubiM o6paszom, JIBXKT (puc 1C). K npeapacnonaratoumm pakropam
JIBKT otHocaTesa: sKeHCkuii nos, Opaaukapaus. 3NEKTPOINTHbIA  anchanaHe
(FUMOKANNEMHS, THNOMArHe3eMHus, THUIMOKANbUMEeMMs), auuao3, runokcus. Hmeror
3HAYEHME BEIMUMHA MCXOAHOro yanuHeHus uHrepBana QT (QTc >0.56 c), a Takxke
creneHb W ObicTpoTa ero npupocta (>25%) noa aeiicreuem JIC: usmenenus Gopmbl
3ybua T. wannume 3youos U. [lpu amarnoctuke JIBXKT neoGxoaumo yuuThiBaTh
caeaytoue eé 0co0eHHOCTH:

- 710 Hauasia npucTyna y OOJIbHBIX PErHCTPUPYETCs OTHYETINBOE YIHHEHHE HHTEPBAJIA
QT, conpoBokaatoLLeecs yBeTHYEHHEM aMIINTY bl BOIHbI U:

- NPUCTYIbI MHAYUNPYtOTCs JKD ¢ pasanuHbIMH MHTEpBAIaMH cuenieHus (o1 «R-Ha-
T»., uto GbIBAET Halle, 10 JIHMHHBIX HHTEpBanoB — 0.44-0.72 ¢):

- KeJlyJI0MKOBask KCTPACHCTOJNA, Nonazalolias B onpenenéunyto dasy cepaeuHoro
LMK,

JloBonbHO uacto Henocpeactsenno JABXKT npenwectByeT Tak HasbiBaeMblii GeHOMEH
«kackana» - nociaeaosaresnsHocTh  short-long-short (SLS)  («kOpOTKMii-IHHHBIA-
KOpOTKHi1») (puc 3). B ocHoBe kiaccuueckoil SLS N1eKHT yeperoBaHHEe BHE3AMHOro
YKOpOUeHHs M y/UInHeHus wuHTepBana R-R  BesneacTsue  CynpaBeHTPUKYIIAPHOI
sKkeTpacHceTodbl (short), nocrakerpacuctonnyeckoii naysst (long) n nosropHoii KD
(short), nocne kotopoii u 3anyckaercs JIBXKT.

IKI-npusnaxn 1B/KT:

- yacrora JKT 150-250 8 | mun (Gonee 200-250 xota Ob1 B 10 kOMMnIekcax):

- PUTM JKeJIYJI0UKOB HE peryJjisipe. KosebaHus untepsanoB R-R Haxoasrtes B npeaenax
0.20-0.40 c:

- komnuekesl QRS Gonbuioiit aMmnantyasl. paciunpensl (6onee 0,12 c¢); 3a KOpOTKHid
nepuoa (3-5-20 KOMIMUIEKCOB) MX BbICOTA M MMOJSAPHOCTb MEHSIOTCS TaK, YTO OHM
HaMpaBIslOTCs TO BBEPX, TO BHW3, CO3/1aBasi B HEKOTOPbIX OTBEAECHUSX KapTHHY
CHHYCOMIAJIBHOINO BpallleHHs BOKPYI BOOOpakaemoil H3091eKTPUYECKOH JIMHUM: BO
Bpems rnepexosaa nojokuteabHbx QRS B oTpuuaTesbHble perncTpHPYOTCS OTAe/bHbIE
HOpPMaJibHbIE HIIM OJIM3KHE K HOPMabHbIM KoMIuTekehl QRS;

- TaXMKapaAMs HeycToiuuBas — oOllee KonuyecTBo KommuekcoB QRS npu kamiaom
npucryne konebnercs or 6 1o 25-100:
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- €C/IH BH/HbI CHHYCOBbIE 3yO1tbl P. MO7HO pacno3uate AV auccoumaimio;

- npuctyn JIBXKT oObiyno npekpaliaercs caMonpon3BOIbHO, HHOTIA ¢ MOCTENEHHbIM
yIHHEeHHeM HHTepBatoB R-R. 0/1Hako oTMeuaeTcs CKIOHHOCTb K PelMAMBAM — YKe
yepe3 HEeCKOJIbKO CeKYH1 MW MHHYT MPUCTYN MOKET NOBTOPHTHCS;

- ABJKT mosker nepexoants B yetoitunsyro moHomophuyto KT niau OK.

ITyckoBbim mexanusmom JIBJKT saBasercsa TpurrepHas akTHBHOCTH B PaHHIOW M
MO3IHIOK MOCTAENONAPH3aLMK, a re-entry obecrieunBaeT CyLeCTBOBaHHe OoJiee
yctoituuBbix  napokcuamoB  JKT. Bo3HHKHOBeHHE paHHUX NOCTACNOASPH3ALNI
crnocoOCTBYeT YAIMHEHHIO nepuoaa pepakTepHOCTH MUMEHHO HA Ty KPHUTHUYECKYHO
BEJIMUHMHY, KOTOpas HeoOXOaMMa /Ui pa3BHTHA re-entry.

e e e e

Pic 3. deHomen «Kackaia» (10¢Ae10BaTe/IbHOCTL SLS) 11 pasBHTHE SKETY0MKOBOIT TaXHKapIu
«torsades de pointes» (13 kuuru «Cunzapom  yaamuénnoro uurepsasa QT» nox pea. npod.
M A llIkoabnukoBoit, 2001). OObACHEHHE B TEKCTE.

Llnpkaaublii puT™M cepaeyHoil aesaTeIbHOCTH. [ OUEHKH UMPKaAHON AMHAMMKH
YCC npu XM ucnonb3yercs onpesieneHHe pazHHULbl MEAAY CPEeaHHM HOUYHbIM M
IHEBHbIM 3HaueHUAMH uHTepBasioB R-R M pacuér umpkaanoro wuaexca (LIM) kak
OTHOUIeHHe cpeaHeit aHeBHOIT Kk cpeaneit Hounoit YCC. LI B Hopme coctaBnser 1,24-
1,44, Puruanocts uupkaaHoro putma (LIM<1.2) xapakrtepna ans 3abosieBaHuii ¢
MPOrpecCHpYIOLMM  MOPaKeHHEM  MHTPAKapAMalbHOrO HEPBHOr0  anmapara |
CHMKEHHEM Barocummnartuveckoi peryasunu. KiMHMuYecKkH 3TO accoummpyercs ¢
BLICOKHM PHCKOM Pa3BUTHA KH3Heyrpoxkatowmx aputmuit u BC. Veennuenune LU
cBbilie 1,5 xapakTepHo /Uit 00bHBIX ¢ MCXOIHOH BaroTOHHEN.

Ixokapanorpagusi MOKET MOMOYL B HMCKIKOYEHMH PYTrHX BO3MOKHBIX [PHYHH
apUTMHYECKHX  coObITHii  (runepTpoduueckas KapAHOMHONATHA, ApUTMOreHHas
JMCMNA3ns/KapAMOMHONATH  MPABOrO  JKeJIYA0uKa. JApYrie BpOKIAEHHBIC TMOPOKH
cepaua). npu LQTS8 u LQTSI.

CyuiecTByeT psa  XapakTepHbIX 3Xokapauorpaduueckux ocodennocreii  LQTS:
Y/UTHHEHHE BPEMEHM CHCTOIMYECKOTrO JBWKEHHSA 3aj]Heil CTEHKH JIeBOro JKey/a04Ka;
JBHKEHHE 3aHEH CTEHKH JIEBOTO Ke/ya10uka B M-peKkume CTAHOBHTCS ABYropObIM H
Ha3bIBAETCA «IABYXMHUKOBOI» mopdonorueit wian  ¢asoil  «0O3AHEro  yTOJEHHs
(puc 4).
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Pic 4. A — DxokaporpamMma 310poBoro ueioseka. b — Dxokapanorpavva natwenta ¢ LQTS (u3
knurn P.J.Schwartz « The Long QT Syndrome». 1997). OGbsicHenue B TeKcTe

CrpaTuHKaUNs PHCKA BHE3ANHOH CMEPTH.

B 3aBucuMOCTH OT reHoTuna, nosia M 3HadeHus QTc pa3ziMuaioT rpynnbl pHcKa
JKM3HEONACHbIX APUTMHIA.

Fp\ nna pHckKa NPU3HAKH
[ BBicokoro pHCKa QTe=500 mc
JINSI

cHnapoM Tumorn
LQTSI npn QTe>500 mc
| LQTS2

LOTS3 (mvikunib)

CpPE/IHEro pHCKa [ LQTS3 (senumubl)
LOQTS2 (Renumb)
HH3KOTO PHCKa LQTSI npn QTe<500 mc

| LQTS2 (mymKumnbl).

Fab:mma Nod. [ pyninbt preka skisHeonacHbix apuramuii v namnentos ¢ LQTS

V nereii monoxke 10 ner puck BC y Ma/lb4MKOB Bbille, HeM Yy A€BOYEK. Y NaLMEHTOB C
BC B aHamHese caMblil BBICOKHIT pHCK MOBTOpSAIOIErocs paraabHoro coobitns (B 12,9
pa3).

[Toc/epoaoBelii MEpHOa MPOAOKHUTENLHOCTLIO 9 MecsaleB cBA3aH ¢ 2,7-KpaTHbIM
nosbitieHuem pucka BC u 4.1-kpaTHbIM yBeIHYEHHEM HaCTOTbI CHHKOMAIbHBIX
YM300B MO CPABHEHHIO C 10POAOBBIM MEPHOAOM. YTO OOYCJOBJIEHO FOPMOHAIBHOM
NepecTpoKoi M CHUKEHHEM YPOBHSA ScTporeHa. B Handonee BLICOKOM pUCKE BO BpeMst
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MOCJAEPOA0BOrO MEPUOaa HAXOAATCS KeHIMHbl ¢ reHotunom LQTS2. Tlocne storo
PUCK apUTMHYECKHUX COOBITHIT BO3BpALLIAETCA K HCXOTHOMY.

CoracHo COBpEMEHHBIM NPEACTABACHHAM, MYTallMH OJHOTO eHA BbI3bIBAIOT LIHPOKHMIT
KJIMHHYECKHiT crekTp aAByX u Oonee 3abojeBaHuii y OHOrO nauMeHTa W/uim
(heHoTunuyeckoe pazHooOpaszie B npeaenax 0aHO CeMbH (CHHAPOM «IepeKpecTay» Wil
«overlap» syndrome).

Myraumn rena Kinnnueckue gopmbi

KCNQI JENST.LQTST (Bposénublii n
npuoOperénnbiii), SQTS2. cemeiinas Gpopma
GUOPHILISILIN NPEICep il

KCNH2 (hERGI) LQTS2 (Bpoxa&HHBIT 1 TPHOOPETEHHBIIT).
SQTS2. uexotopbie GopMbI SMTHICTICHI.

LQTS3. cunapom bpyrajia, cHuaposm
BHE3AMHOI HCOKNIAHHOIT HOUHOI CMEPTH 1
SCNSA CHH/IPOM JICTCKOIT BHE3AIHOIT cMepTH, 0071e3Hb
Jlenerpa. mwanonarnucckas puodpuaAsms
AKEVIOUKOB. BPOAKIACHHBITT CHHAPOM c1abocTh
CHHYCOBOI'0 Y3714, BPOAKIEHHAS OCTaHOBKA
npe/cepanii. cemeiinas popaa Gudpuiisim
HpeacepAnii. apuTMOreHHas

KapIMOMHONATHSA/ MCILIA3Ns IPABOro
HKEJV/I0UKA, TUIATAIHONHAS Kap,IHOMHOTIATHS.
OCTPhIiT HH(APKT MHOKAP/1A. HEKOTOPBIE
(hopMbI dMTHIICTICHI 1 H30(PEHITH.

KCNE2 LQTS6. cemeiinas opma GudpHaIsIUIH
npe/icepimii.
CAVEOLIN 3 LQTSO9. runeprpoduueckas KapAHoMHOnaTis,

JIMCTAIBHAS MBIIICUHAS MHOTATHS.
MHOIHCTPO(HST KOHCUHOCTEIT. MOBLILICHHbIIT

yvposens KOK
KCNJ2 LQTS7. SQTS3. cemeiinas dopma
(puOpHISILN npeacep/nii
KCNEI JLNS2. LQTSS
CACNAIC LQTS8. SQTS4

Tabmua NoS. Cunjapom nepekpécra («overlap» syndromey).
Moaxoaw k TepanuH.

Knace 1. 1. Izvenenue oopasa scuznu pekosrenovemes nayuenmam ¢ ouacnozom LOTS
(KAUHUYECKUX 1 UAU MOIEKVAAPHBIX) (VpoGeHb OoKkazamensHocmu B);



2. bb pexkomenoviomesi nayuenmam ¢ Knunuyeckusm ouaenozom LOTS (npu nanuyuu
yoaunénnoeo unmepeaia Q1) (vposens ookazameisnocmu B);

3. Hyvmaanmanyus HK/, a makxce ucnonvzosanue bb pexovenovemes nayuenmam ¢
LOTS, y komopweix oblia ocmano6ka cepoua (VpoeeHs 0okazameibHocn A).

Knace Ha. 1. b wvoeym Geime s¢hhexmusnor ¢ cruxcenun BC y nayuenmos ¢
Hopyaibbint unmepeaiom QT u ¢ astonekvaapueivt LOTS (vposens ookazamensnocmu
B):

2. HKI npu npoooaxncenuu npuéva bb socym ovime sgpchexmusunt 6 cruxcenuu BC
npu  LOTS v nayuenmos ¢ s>nuzooamu  oosopokos wuiu KT (vposens
ookazameavnocmu B).

Kauace 1lb. 1. Jlesocmoponusis cumnamuyeckas oexepsayus cepoya Mmoxcem Oovime
paccstompena  oast nayuenmos ¢ LOTS,  npunumaowux  bb  u  ucneimoicaiouyux
oovoporu, JIBXKT wiu ocmanosky cepoya (vposens Ookazamensnocmi B);

2. IIKJl ¢ komounayuu ¢ BE yoeym obimes paccsompenst 01 npoghakmuxu BC y
nayuenmos  evicokoco pucka (LOTS2 u LOTS3, npu Olc 300 wmc) (vposens
ookazameinsHocmu B).

Cuvnmomnsie nayuenmet. Bcex nauMeHToB ¢ CUMNTOMATHKON HEOOXOAMMO J1eUHTh!
Jlis npodunaktuku odmopokos u BC Hasnauaiorcs 5b. KOTOpble HACTOATENbHO
nokasaHsl npu cemeiiHoM anamuese BC, xenynoukoBbix Taxuaputmusax v npu QTc >
500 mc.

bb pekomeHI0BaHbl nauMeHTam ¢ KaMHWueckuM anarHosom LOQTS wn moryTt ObiTh
pektBHbl B cHMkeHnn BC y NauMeHTOB ¢ reHeTHYeckH Bepu(HLIMPOBAHHBIM
LQTS. umerownx HopmanbHblii uHrepsan QT. bb aBnsioTcs OCHOBHON W vacTo
enuHcTBeHHoi Tepanueit npu LQTSI, npu kotopom upe3BbluaiiHo 3¢deKkTHBHBI
(npubansutensHo y 70% naunentoB). CmepTHocTb npu nevenun bb coctanser B 910ii
rpynne nauneHToB Beero 0.5%. M 3TH NaUMEHTbI PEAKO HYKIAOTCH B KaKOii-1100
apyroit tepanuu. [lonoxutenshsiii et odycnosned O10KaN0H CHMNATHYECKMX
BIMAHMI HA Ccepile, a TakkKe YMEHbLIEHHeM CTeneHH AMCNEPCHH penonspu3aluu
mMuokapaa. OOWENpPUHATLIM ABISETCA MUIUTEbHbIH, HEPEAKO MOKH3HEHHbIH NpHEM
npenapatoB. DddexktuBHocts bb MokeT co BpemeHem 3HAUMTEILHO CHHKATbCA, A
JUINTE/IbHBIH  NPUEM  CNOCOOCTBYET M3MEHEHMIO YYBCTBHUTEILHOCTH MHOKapaa K
karexonamuHam. Creayer moMHHTB, YTO JaKe NpH CiyyaiHOH OJHOKpaTHOH OTMEHe
bb noBeiiaeTcs  pucK  pazBUTHA  KH3Heyrpoxkatowmx  aputmuii.  Kputepuem
3G GEeKTHBHOCTH MPOBOAMMOTO JieueHHUs CiyKuT npoaokuTeabHocte QTe u QTd. [Mpu
OTCYTCTBHH MOJOKHTEILHOI THHAMUKH ITHX nokasareneii 103y bb HykHO yBeaHUUTS.
B TeueHue MHOIMX JIeT PEeKOMEH10BaNaCh OTHOCHTEILHO Qonbluas 103upoBka bb (3-4
MI/KP). OJHAKO HEeJaBHWE HCCIIeA0BAaHMsA YKasbiBaloT Ha 3 dexkTuBHOCTL M Donee
Hu3kux 103 (1-2 wmr/kr). Propranolol — wucnons3yercs HauGonee wWHPOKO, K
NPEHMYLLIECTBAM MOKHO OTHECTH ero AMno(pHIbHOCTb, MO3BOJAILIYI MPOXOANTH
JeKapcTBy rematodHuedanuueckuii 6apbep. M OTHOCHTEIbHYK 0e30MacHOCTb MNpH
JUTMTENIbHOH  Tepanuu. [naBHble Heyao00cTBa - MOTPEOHOCTH  MHOTOKPATHOrO
€/KEIHEBHOTO NMpHEMA U MPOTHBOMOKA3AHUSA /15 MALMEHTOB ¢ OPOHXHATBLHOI aCTMOI M
caxapHeiM auadetom. [1o 5TUM npuuMHaM B HacTosillee BpeMs valle HCIO/b3yercs
nadolol, nockosbKy y Hero GobLUNIA IEPHOL MOy pacnana, 4To Mo3BoJsSeT NPHHUMATh
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ero 1Ba pasa B JI€Hb, 00bluHO B 103¢ | wmr/kr/cytkn. Atenolol u metoprolol
MCTIOB3YHOTCS peke.

Cpenn nauneHToB ¢ HeaaBHUM oOmMopokom aeuenne bb cumkaer puck BC Ha 64%.

Kak M3BECTHO, PUCK apUTMHIl YBEIWYWBAETCS B [0CJIEPOAOBBIH MEPHOL, MOITOMY
OepemeHHbIM keHuMHaM ¢ LQTS neoOxoanmmo Haszuauate bb (propranolol wim
nadolol). IMockoabKy aapeHepruyeckue BIMAHUA MeHee BakHbl s LQTS2, wem npu
LQTSI, yacToTa Knu3HeonacHbIX cHTyauuii npu Tepaniu bb y 3THX naumeHToB Bbille
(6-7 %).

Taxukapaus v pusuyeckue Harpy3Kku He sBAsOTCS Tpurrepamu aputmuii npu LQTS3;
cOOBITHS THUITMYHO Cy4alOTCs B MOKOE M BO Bpems cHa, u posb bb B Tepanuun LQTS3
JUCKYTHPYETCS.

Jlesocmoponnsa CUMNAMUYECKAs oerepeaus cepoya (1e60cmMOpOHHAA
YepeuKomopakaibHas — cmekmomus,  cuvnamskmomust) 1o bbb w UKJL Obiia
e/IMHCTBEHHOM Koppekuueit LQTS,

MHHHUManbHO WHBA3UBHO#, Oe3onmacHoi ¥ 2 eKTHBHOI Mepoii, KoTopas He moTepsna
CBOEH 3HAUUMOCTH W B HAlUM AHW, B TOM uuciae B neavatpuu: B 88% ciyuaes
onepatnio MOKHO CUMTATh YCMELHbIM, 0e30nacHbIM 1 3(PGEKTHBHBIM MOAX0AOM IS
nedvenns naereit ¢ LQTS, u y 77% npoonepupoBaHHbIX J€TEH apuTMHYecKas
CUMIMTOMATHKA Pa3peLlaeTcsl HEMOCPEACTBEHHO MOCIIE MPOLELY Phbl.

Cumnaroktomust  HanbGonee oddextuBHa npu  LQTSI. B nacrosuee Bpems
cHUMMaTH4eckas JeHepBalMs pPEeKOMEHAYETCS MpH HATMYMKM MPOTHBOMOKA3aHHH K
HaszHaueHuto bb unu npu ux HeadexkTHBHOCTH, B cayvasx oTkaza ot MK/ wim npu
apuT™Muueckom wrtopme ¢ yeranosneHubiM MK, nauuentam ¢ LQTS3, npu Hanuuum
CHHKOMAaNbHOW CHMNTOMATHKK B nokoe. B psane ciyvaeB CHMNATIKTOMUS MOKET
paccmarpuBaeTcsi  Kak rnepBuuHas npodunaktuka (Bmecto bb) y naunenToB
MPOMEKYTOUHOTO pUcka (ocobento y manbunkoB ¢ LQTS1) u B komOunaumn ¢ bb y
MalUHEeHTOB BLICOKOTO PHCKA.

RKapouocmumyasmopsr. DKC, kak J0MOTHEHHE K Tepanuu, MOTyT ObIThb MOKa3aHbl
aetsam ¢ AV Onokanoii 2 crenenn 2:1, npu cumnTomatHueckod Opaaukapanu (B Tom
yucne, odycnosientoit bb). npu JIBXKT, nuayunpopanHoii naysamu u Opaaukapamei,
1y naunentoB ¢ LQTS3 uuskoro pucka.

Hynaanmupyewoiit — kapouoeepmep-oeuopuiisimop.  [okazanuamu  k UKy
nauueHToB ¢ LQTS sanstorea: BC B anamuese; otcyrersie dddexra ot tepanun bb
WM HaJTWYWe MPOTHBOMOKA3aHUii K MX Ha3HAYEHHIO] npojaoikatommecs odmopokn. K
OTHOCHTEJIbHBIM MOKA3aHHAM OTHOCATCA MPOAOJIKHUTEILHOCTE MHTEpBata QTc>550 mc
(nake 6e3 cumnromMaTuku), cuuapom Tumotu n LQTS3.

WKJ] moka3aHbl nalMeHTam:

Knacc | — npu BC B anamue3se (ypoBeHb J0Ka3aTelbHOCTH A ), B KoMOHHaLuK ¢ Bb:
Knace 1la — npu cumnromatuke w/man KT Bo Bpems npuéma bb (yposeHb
JoKazaTenbHocTH B):

Knacc [Ib — B rpynmax BbicOkoro pucka kak nepeuunas npodunaktuka BC (yposeHb
J0KaszarenbHocTH B).

Hemennennas ycranoska MK/] npu LQTS B cayuasx 3apeructpupoBanHoil BC snonxe
OMpaB/JaHa: 3To NMPUBOANT K CHUAKeHHIO prcka BC B 15 pas.



Bonpoc ucnonbkzosanus MKJ y naunenToB 6e3 ocTaHOBKH cepila HaXoauTes B cdepe
KHBbIX 1e0atoB. JIOTMUHO NpeanoaoKuTh, YTO NauMeHTaMm 0e3 NpealecTBYLHX
cepaeyHbIX COOBLITHI MOTYT ObITh pekomeHa0BaHbl Tepanus bb n opranusaums obpaza
JKM3HU, @ €CJIM TIAlMEHThI MPOJ0IKAIOT CTPaaaTh OT 0OMOpPOKa W/MIH KeTyJI04KOBO#
apurmun, uM yctanasnupaercs MK/L. C apyroii ctoponsl, y nauneHToB ¢ LQTS Bcerna
cyuectByeT puck BC, nycTh nake MUHMMaIbHbIIL, U B COYETAHHH C aapeHepruyeckoii
tepanueit MK/1 moxer BeicTynars rapantom npenynpexiaenus BC. Camo npucytcreue
WKJl nose3Ho ¢ MCHXOJOTHYECKOH TOYKH 3PEHHS M KaK CPeACTBO KyNHUPOBaHUS
INKU30/a KH3HeYrposkatouei aput™Mun. OJHAKO. COraCHO JaHHBIM €BPOMNEHCcKOro u
amepukanckoro [CD-LQTS peructpa, y 00/JbIIMHCTBA NALUEHTOB C YCTAHOBJIEHHBIMH
MUKJ1 He TosIbKO He ObL10 B aHaMHe3e OCTAHOBKH Ceplla, HO MHOTUM M3 HUX Nake He
HazHavanuck bb. uTo BbI3bIBaeT onpenenéHHoe 6ecrnoKoiicTBo.

HzsectHo, uto WKJ] He mnpenorspaiiaeT BO3HHKHOBEHHME KM3HEYIPOKAKOLINX
taxuaput™uii 1 yto JABXKT npn LQTS yacto 3akanunsaercs cnontaHHo. [losropenue
NEKTPHUYECKHX IITOPMOB MPHUBENO K BBICOKOMY, «Pa3pyLIMTENLHOMY» (10 MHEHHIO
aMepHKAHCKHX AETCKUX KapaHOJOroB) YPOBHIO CYHUM/IHbIX MOMBITOK y MNOAPOCTKOB (>
10%). MaccuBHbIiT BbLIOPOC KaTeXoJaMHHOB, BbI3BaHHbIH OOJILIO M CTpaxoM nepen
pazpsaom MK/ y naumenTta (0coO€HHO. MOJIOAOIO BO3pacTa) NPUBOAMT K AalbHEHLLIHM
ApPUTMHSM M K Ja/lbHEHINM WOKaM, KOTOpble B LienoM (hopMHPYIOT JpamMaTHUYecKHit
nopounblit kpyr. B nocieanne roawr paspadateiBaercs Hoblii anroputm ana MK/,
a/ipecoBaHHbli M0o10AbLIM nauueHTam ¢ LQTS. KoTopelil B HACTOsILIEE BPEMSs HAXOAHTCS
B KJIMHHYECKOM MCMBITAHWH: 10 pa3psiaa NporpaMMHpyeTcs A0CTaTOUHOE KOJIHYECTBO
BPEMEHH /U1l CIIOHTAHHOIO BOCCTAHOBJICHNS CHHYCOBOrO puT™a nocie Hauana KT/MK
M @BTOMATHUYECKH YCTAHAB/IMBACTCS MEePHO] OTHOCHTEILHO ObICTPOIl CTUMY/ISILMM, YTO
M03BOJIAET NPEAOTBPATHTH HHHLHALIMIO KU3HEONACHBIX aPUTMHIT H HOBbIX 1LIOKOB.
Iepen ycranoskoit MKJl y pebGénka ¢ LQTS HeoOX0auMO B3BECHTb BCE «3a» H
«npotuB». Tepanusa Bb B couetanun co crenndkromueii nozsonset npeaynpexaars BC
y 96-97% cumnTomMaTH4eCKHX nauueHTOB Bbicokoro pucka. MKJL, Takum obpazom,
NoKa3aH B Cllyyae HOBOTO 0OMOPOKA WJIM OCTAHOBKH CepiLa.

Boiroast MKJ1 co BcemMH ero A0CTOMHCTBAMM M HEJOCTATKAMM 10JKHbl ObITb SICHO
OOBACHEHBI B3POCIOMY NMALMEHTY WM POAMTENAM pPeOEHKA, YTOObI MPEIOCTAaBUTh MM
BO3MOKHOCTb BbIOOPA.

beccuntnmomusie nayuenmer. Yuutsisas, uto BC y 10-15% nauuentoB ¢ LQTS moxer
ObITh NMEPBLIM MPOsBICHHEM 3a00eBaHMsA, BCEM OECCHMNTOMHBLIM MAalLlHEHTaM MOJOXKe
40 net uenecoobpazHo npodunakTuiyeckoe HazHaueHue bb (ypoBeHb 10Kka3aTe/bHOCTH
IB). Pa3ymHbIM MCKIIOUEHHMEM sBIAIOTCA nauueHTbl crapiie 40 ner (Ha MOMEHT
nocraHoBku anarnosa) ¢ QTc <500 mc v myxkuunel crapwe 25 ner ¢ LQTSI.
NOCKOJIbKY O/KHIACTCA NOAKH3IHEHHOE OeCCHMITOMHOE TeueHHe CHHApPOMa. JKeHLUHHbI ¢
LQTS2 ocratores B rpynne pucka B TeHEHHE BCEi KH3HH.

lpohurakmura nepeudnsix ocnoxcuenuir. Oopaz sycuznu. LQTS — onna w3 Beayumx
npuuuH BC M0104bIX, BHELIHE 310POBBIX JHOEH.

Pexosenoayuu ACC AHA/ESC'.

M3menenne oOpa3a KM3HHM peKOMEHAYETCs naumeHtam ¢ auardosom LQTS
(KJIHHUYECKHUX W/HIIM MOJIEKYJISPHBIX ) (YPOBEHb J0Ka3aTenbeTs 1B).
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Bce maumentsl ¢ LQTS nomskHbl H3derath CnopTHBHBIX cOpeBHOBaHMiA. [TaumnenTam c
denorunamn LQTST unu LQTS2 cnenyer Takxke u3deraTb CHTyalMid, CBS3aHHBIX C
MHTEHCHBHOM (hU3NUECKOH AKTUBHOCTHIO M/MJIH SMOLMOHABHBIM CTPECCOM (MJaBaHHe
M TIPBIKKH B XOIOIHYIO BOJY. NMOCELIEHHE MapKa aTTPakLUHOHOB, MPOCMOTP (GuiIbMOB
ykacoB). HopmanbHas dusnveckass 1eSTeabHOCTb HE OrPAHUUMBAETCS Y MALUEHTOB C
LQTS3. INockonbky naunentsl ¢ LQTS2 HaxoasTcs B 00ee BLICOKOM pUCKE apHTMHIi
OT BHE3aMHbIX PE3KMX 3BYKOBbIX CHUIHAI0B (0COOEHHO MpH NPOOYKIASHHUH), WM
peKOMEH1I0BaHO yaanuTh Tenedonbl M OyannbHukn U3 cnaned. IMaunentam ¢ LQTS2
O4YEeHb BAKHO COXPAHATH aleKBAaTHbIe YPOBHM KajlMs, MO3TOMY LiesnecoobpaseH
nepopanbHbiii npuém npenapatoB Kanusa. Kenwnam ¢ LQTS2 B nocneponoBom
nepuone pekomennosanbl npuém bb u nonHouenuslit coH. INauuenram ¢ LQTS3 u ¢
LQTS2, uMeroummM pHCK apuTMHIi B COCTOSIHUM TOKOS. LleJecooOpa3sHo MpoayMaTth
cucTeMy onoseleHus OIU3KUX 00 yXyILIEHHH CBOEro COCTOAHHMS (Hampumep, cnarb B
OJTHO# CralIbHE C POANTENAMH WIH CYTIPYTOM).

Brewmnue oehuopunismopsi. Hannune aBTOMaTHUECKHX BHEIIHHMX 1e(HOPHIIATOPOB
JIOM@, B LLIKOJIE, H B MTPOBBIX 3aJ1aX MOKET ObITh ONPABAAHHLIM B HEKOTOPbBIX C/1y4asX.
LOTS u aexapcmsa. Bee naumentsl ¢ LQTS nonxuel usberats npuéma JIC,
yanunsiomnx QTe, ecan puck paszsutusa JIBXKT nepepeiinBaeT HeOOXOAMMOCTh MX
nasHauenus. [lonusiit cnucok JIC, yanuustowmnx uHrepsan QTc, MOKHO HaiiTh Ha
caiite www.qtdrugs.org

Llenecoobpazen konTposb DKI' BO Bpems aHeCTE3MH, XMUPYPrHH, SHAOCKONHH, PO/IOB.
HeoGxoaumo wu3beratb CHTyauuil, NPUBOAALIMX K CHHKEHHMIO KalWd W MarHus B
CHLIBOPOTKE KPOBM, Leecoo0pa3Ha CBOEBPEMEHHAs KOPPEKLHMsA 3INEKTPOJIMTHOrO
aucdananca.

[enemuyeckoe mecmuposante.

Ilonnoe renetnueckoe TtectupoBanune (LQTSI-3: KCNQI, KCNH2 u SCNS5A)
pekoMeHayeTcs 1toboMy nauueHTy npu noaospennu Ha LQTS: 1. nocne koHcyibTaumu
KapaMosIora Ha OCHOBE M3y4eHHsl MCTOPHM OONIE3HH MalMeHTa, CEMEHHOro aHamHesa,
OKI B 12 oTBeIeHHAX H/MIIK NOCE MPOBOKALMOHHOIO TecTa ¢ (PU3NYECKOI HArpy3KOi
WM KaTexonamuHamu (knacc 1):

2. ¢ OeccMMNTOMHbIM (Manonarnyeckum) yanunennem QTc na cepun DKIT B 12
orseieHunsx (»480 mc y nereit u =500 mMc y B3pOC/bIX), B OTCYTCTBHE APYTHX MPHUHH
yuiuHenus untepsana QT (kmace I);

3. ¢ GeccMMNTOMHbIM (nauonathyeckum) yanuuennem QTc na cepun SKI B 12
orBeneHnsx (>460 mc y aereii 1 > 480 mc y B3pocnbix) (knace 11b).

Koukpemioe reHeTHYecKoe TeCTUPOBAHHE PEKOMEHYETCs 15l YJIEHOB CEMbH M APYTHX
POACTBEHHUKOR nauueHTa ¢ uaeHTHduumporauubim LQTS (knace ). [Npumepno 15-
20% LQTS ocraiorcsi reHeTHYeCKM HEYJIOBUMbIMH  MyTaUMsAMM W TpedyioT
VeAyoIEHH020 TEeHETHYECKOTO HCC/IEI0BAHMUS.

Crnesyer noa4yepKHyThb, HTO Ha MpakTHke ¢ BpoxaéHHbIM LQTS uawe BcTpewaroTes
MeANATpbl, OJHAKO C ITOH MaTONOrHeil MPUXOAUTCA CTAIKHBATLCA M TepaneBTam. B
10Ka3aTesbCTBO TOMY TpEJACTaBIfAEM KIMHHYeCKHi cnyual BpoxnénHoro LQTS,
KOTOPBbIii BriepBbie AMarHocTupoBanu y 6osnbHoii C. B Bo3pacte 51 r. [lepBbie 31n30/1bl
CHHKOME MOSIBUJIMCH Y MOJIOAOH jKeHlWMHbl B 18 ner BO Bpems poaoB W Obliu
pacueHeHbl Kak wWcTepuueckne. B mocneayiouiem npHCTynbl MOTEpH  CO3HAHMSA
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NOBTOPSJIMCh € MEPHOAMYHOCTBIO 2-3 pa3za B roA Ha (oHe NCHXO-3MOLUHOHATLHBIX
crpeccoB. OTMeTHM, YTO OOTBHOI HEOAHOKPATHO perucTpupopannck IKI', Ha KOTOpBIX
NpH PeTPOCHEKTHBHOM aHaln3e oTMevanoch yanuHenne unarepsana QT ot 480 1o 600
MC, H YTO OOMOPOUHbIE COCTOSHHS MALMEHTKH BpayaMH NMOJIMKIMHUKHY HE CBS3bIBAIMCH
¢ u3meHenusmu Ha IKI. Tlocneanue 1,5-2 roga npucTynbl MOTEpH CO3HAHMA
yuacTHJINCh Ha hoHe ObITOBLIX MepekuBaHHii 10 5-6 pa3 B Hele/l0 U HHoraa 1o 3-4 pas
B nieHb. [Ipu oOcnenoBannn B kinHuke 60J1bHON B Bo3pacte S| r. mocraBjieH AMArHo3
Bpoka€HHbIi LQTS. Ha DKI™ (puc 5) puT™M CHHYCOBBIH € 4acToTOil 75 B MHHYTY,
yuindenne untepBana QT (QTc=528 wmc). Jlns yTouHeHHss NPHYMH OOMOPOKOB
BBINOJHEHA KapauoTeaeMeTpus. B nepsblii ke AeHb HAOMOAEHHS Y NMAaUMEHTKH ObUIO
3aperncTpUpOBaHO TpeneTaHue kemyao4koB (puc 6). Hasnauen nponpanonon B n03e
2Mmr/kr, co 2-ro aHs npuéma BB no Hacrosiuee Bpems (B TeUeHHUE 5 JIET) CHHKONAbHbIX
3MKM30108B He oTmeuanock. Ha ¢one Tepanuu bb GonbHO# nepuoanuecky, 2 pasa B ro,
npoBoauTes Metabosinyeckas Tepanus (-THNoeBas KHCA0Ta, MUIbramMma, npenaparbl
Kajaus U MarHus).

JleMOHCTpaumei 3TOro KJIMHHUYECKOro HaOMoIeHUs Mbl XOTHM ewE pa3 npuBieyb
BHHUMAaHHE «B3pOC/bIX» KapaAnoaoros k npobneme BpoxkaéHHoro LQTS u HanomMuuTh,
YTO MHOT/A TAKOW CIyvaii Jaxke y 3pesioro 4eoBeKka MOKeT ObITh BPOKAEHHBIM.

LQTS wu BHe3anHasi cepaeuHasi cMepThb. [lo daHHBIM NaTOIOrOaHaTOMHYECKHX
ucenenosannii BC y B3pocnbix mozeit, ot 5% 10 20% nauneHToB UMEIOT CTPYKTYPHO
HOpMaJIbHOE cepiue, W MPUYNHA CMePTH OCTAETCs HeBbIACHEHHOH. [IporHozuposanme
pucka BC npoaomkaer ocTaBaThCs CepbE3HOIl npobiaeMoi. OIHAKO HMHTEHCHBHOE
M3ydeHHE MOJIEKYJISPHBIX MeXaHW3MOB MEPBHUHBIX 3MeKTpUUeckux OonesHelt cepaua
pacumpsier Hawwn npeactasiedus o BC. Kak nokasannm HenaBHHE reHeTHUYECKHE
MCCNE0BAHUS POACTBEHHHKOB Ll Monoke S0 7eT, moruGlimMX OT BHE3anmHOM
HEeOObACHUMO# CMEpPTH, NMpHYHHa Obijia YCTAHOBIEHa NOCMEPTHO B 33% ciiyyaeB, B TOM
yucie B 96% 9TO OKa3aduCh HacleACTBEHHble 3a0osieBaHMs Cepaua: rnepBUyYHas
anekTpuueckas 6one3nb Bo Beex (100%) cnyuasx nereit 10 14 ger u B 60% ciyuaes
auu B Bospacte 30-49 ner. Cambim pacripocTpaHéHHbiM anarHo3om (19%) 6sin LQTS.
B apyrom npocrniektuBHOM uccnenoBanuu  ananuz  JIHK  monoabix  mozeii,
CKOHUYABLUMXCS BO CHE WIIM B COCTOSIHMM MOKOS (CpeHuit Bo3pacT 25 7eT). no3BOaHI
peTpocnekTHBHO auarHoctupoBath B 15% ciayuaes LQTS. Kpome Toro. no naHubim
MOJIeKyIIpHOI ayToricuu, ¢ BpokaéHHeiM LQTS (ocobenno, LQTSI) moxker ObITh
cs3aHa BC Bo BpeMmsi miaBaHusi: y TPeTH YTOHYBLUMX TJIOBLOB Obliu OOHApyKeHbI
MyTalKHH reHoB, OTBeTCTBeHHbIX 3a LQTS.
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Puce 5. OKI' 51-aerueii xenmunpl ¢ BpoxaéuupiM LQTS. ObbsicHenne B TekcTe.
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Puc 6. Tpeneraune xenynaouxkos y Sl-nerneii keHumHbl ¢ BpokACHHBIM LQTS. OGbacuenne B
TEKCTE.

LQTS n BHe3sanHas aerckasi cMepTh. BHesannas cmepTh HOBOpoxkaéHHbIX (Sudden
infant death syndrome (SIDS) ocraércs Benyweii npuunnoii BC B Teuenne nepporo
roa ’KM3HH B 3anaaHoM mupe. HecMoTps Ha GONbLIOE KOMMYECTBO TEOPHId, NPHUHHbI
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eé octatotcs HensBecTHbiMM. B 1976 r Schwartz, a takke Maron ¢ coaBropamu
NPEANOIOKHIM, HYTO HEKOTOpbie NETH MOIMIH YMepeTb apHTMHYECKOH CMepThio
seneacreue LQTS, no aaHHbIM - MOCHEAYIOWMX  HMCC/IEI0BaHUH, HEOHATAILHOTO
ckpunrnndra DKIT u nocmeprHoro ananusa, B 11-13% cayuaes SIDS. B nactosuiee
Bpemst ¢ SIDS TecHo accoumnpoBadbl myTtauun reHoB SCNSA, KCNH2, CAV3,
KCNQI, KCNEIL. KCNE2, KCNJ2, orBetcTBenHbix 3a LQTS.

LQTS u snuaencus. Xopouio U3BECTHO, YTO LEHTPaJbHAs HEPBHAS CHCTEMA Mrpaer
00JIbLIYIO POZIb B MPOMCXOKIEHHH cepiaeuHbix aputmuii. Menyr, rues. aenpeccus,
CTpecc, upe3MepHbie 3BYKOBbIE CHTHAJIbl MOTYT BbI3bIBaTh KM3HEOMACHBIE apUTMHUH M
BC. kak npaBusio, BCJEIACTBHE PAacCTPOHCTB 31eKTPO(PHU3HOIOTMH MHOKapaa H cOoeB
(YHKUMOHMPOBAHUS MOHHBIX Cep/eHHbIX KAaHAJIOB, YMPABIAIOLINX BO30YIAHMOCTBIO H
COKPATHMOCTBIO CepaLa.

Bpoxkaénupiii  LQTS  kanHuueckn MaHHBECTHPYET CHHKONAIbHBIMK  COOBITHAMH
(oOMOpoKaMH M AMUAENTHHOPMHBIMU  CY0POKHBIMH NPHNAAKAMH), ABASIOLIMMHUCA
NOC/EACTBHAMH  TIPOAOJIKHTEIBHONH  MO3rOBOI  runonepdy3un  H3-3a  cepaedHbIX
aputmuil. He yanBuTensHo, yto yacti nauueHtam ¢ LQTS moxkeT ObiTh 0IMGO4HO
AMArHOCTHPOBAHA JMMJIENCHS M Ha3HAuYeHa aHTHKOHBY/bCHBHAs Tepanus. OcobeHHO
310 Kacaetcs nauumeHToB ¢ LQTS2, kotopbiM B 4 pa3za uwawe. uem npu Apyrux
resotnnax LQTS, craButcs AMarHo3 3MUaencuu, u, no-BHANMOMY. MUIenTHHOPMHbIE
Cy0poru Tak ke xapaktepHbl s LQTS2, kak u3BecTHble MPoBOUMpYOLLKE (aKTOPbI
— pe3Kue 3BYKOBbIE pa3apakuTeNd M MocaepoioBbiii nepuoa. MurepecHo, 4To rew
KCNH2, orBercTBeHHblii 3a LQTS2. nepsoHauaibHO Obll 00HapyKeH Ha rol paHblie,
B 1994 r. B runnokamne (a nosaHee BO MHOIMX CTPYKTypax mo3sra). OH moayaupyer
BO30Y7KI€HHE HEHPOHOB rOJIOBHOTO MO3ra, rie ypoBeHb ero npeacrasurenscrsa B 1000
pa3 Bbille, YeM B Cepile, W JOTMYHO MPEAnonoKuTh, 4To MyTauun reHa KCNH2
OKa3bIBAIOT JMHJIENTOrEHHOE AEHCTBHE M YTO CYJAOPO/KHBIE MPHUMAAKH Y MALMEHTOB C
LQTS2, Ha camom 7ene He apUTMHYECKOT0, a LIEHTPAJIbHOIO reHesa.

Ha npakTuke, 1eHCTBUTE/ILHO, OYE€Hb TPYAHO MPOBECTH pa3iHuHe Mekay 0OMOPOKOM
BCJICJCTBHE  CEPACYHOI  apUTMHHM M NEPBHUYHBLIM  HEHPOreHHBIM  CYI0POKHBIM
npunaakom. Kpome toro. oanopemenHbiii Mouutopunr 931 u KT nemoncTpupyer
O4YeHb BBICOKYIK) pacrnpocTpaHéHHOCTb (10 44%) pasinuHbIX  apUTMHIL  1IpH
anuaenTHueckux npunaakax. Cya10pokHas akTHBHOCTb PErHCTPUPYETCS Y OAHOMH TPeTH
HocuTenei myTaunii LQTS (B Tom uncne y 22% LQTS1) u MOKHO NpeanonokuTh, 4To
reHbl, oTBeTCTBEeHHble 3a LQTS, BbI3bIBAOT NOBBILIEHHYIO BO30YIAMMOCTbH HEpPOHOB
HE3aBMCHMO OT cepiaeuHbiX aputmuii. [lpouecchl BO30YKIAEHHS KIETOK TOJOBHOIO
MO3ra M cepaua OCHOBaHbI Ha OJAHMX M TeX K€ MPHHLUHNAX HOHHOrO TpaHCTopTa
(npoBosiliie MOHBI KalblLMs, HATPUA, XJIOpa, Kaius M Hecrneunduueckue), W Ha
MOJIEKYJIIPHOM YpOBHE OOHapyKeHbl 0OlMe Ans Cepaua W MO3ra KIacchl MOHHbIX
kaHanoB (n3ohopmbl SCN 1 KCNQ). JlucdyHKuMs KaHAIOB BCJICACTBHE ONpeIeIEHHOMN
MYTallHH OJTHOBPEMEHHO B CEp/Le M MO3re MOKeT JieKaTb B OCHOBE M JIMWICNICHH. H
LQTS, 3aboneBaHuii He MPOCTO COCYIUECTBYIOLUIMX., HO MMEKOLUNX CHHEPreTHYEeCKHi
Helpo-KapAHOT€HHbIH MEXaHW3M «MapOKCH3MabHOrO (heHoTHNAY.

B KkauecTBe WUTIOCTpallMK  OMWCAHHBIX  BbILIE JWATHOCTHYECKHX  CIOKHOCTEH
NpeaCTaBIseM KIMHHYECKHiT ciyyai U3 Haweil npakTuku. boabHoii M., 19 net coctouT
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Ha yuére nmo snuiencun ¢ 4 ner, obcnenoBancs B OpOACKOM 3MUIENTONOTHYECKOM
LeHTpe, r7ie AHarHo3 SMuiencui BepudguumupoBaH naHHbIMH DI, OnuceiBaeT Havalo
Cyn0poskHOro npunanka tak: «He mory Gerartb, cpasy Bo Bpemsi (hM3HUECKON HArpy3Ku
nospasgiores 6onu B cepaue, u naxato 6e3 coznauus». Ha DKI (puc 7): cunycosas
Opanmkapans ¢ yactoToit 54 B MuHyTy, yannnenne untepBana QT (QTc=583 mc).
W3menenus mopdonoruu 3yéua T. DKI'- npusnaku LQTS.

s
. +¢~M ot

Puc 7. DKI" 60abHoro M. 19 aer. O6bsicHeHne B TEKCTE.
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Ipnodperénnsiii cuuapom yaauHénnoro uurepsaia QT

[TpuoGperénnbiii (Bropuunbiii) LQTS saBasercs nateHTHOH ¢opmoit BpOKIEHHOTO
cunzapoma. [lpuunHamu  MaHuecTauuum «CHOSAWMX»  MYTaUWA  CYMTAKT  NPHEM
Hekotopeix JIC, wmeraGonuueckue HapylleHWs, IJEKTPOJIUTHBIN aucdanaHe w
pasinuHbie 3a00/1eBaHHS.

3abo.1eBanns W COCTOSIHMS, HA (POHE KOTOPLIX BCTpeyaetcs yiannenne nurepsaia QT
MICKTPOINTHBI ANCOAIaHC (THIOKATHEMHS, THIIOMArHE3EMUSA, THIIOKAIBLIMEMHUS ). THIOTEPMIS.
HI3KOKa0pHitHas OeakoBas uera. ynorpebieHne KHUpHOIT KUBOTHOM THINN. XPOHHYECKHMIT
ATKOTOH3M, ONEpalui Ha [Uee, MMNOTHPEO3. HAPYHICHHE [MHLICBOIO MOBEICHHA (HepBHAs
AQHOPCKCHA),  MHTPAKpaHHaibHble M Cy0apaxHOWIAIbHble KPOBOMIIMAHUA,  HapyILICHHE
MO3rOBOTO KPOBOOOPAIICHHSA, OMYXOIH MO3ra, renarut. cuHycosas Opaankapansa. noavas AB
6:10Ka1a, OCTpas MIIEMHS MHOKApAa, MHOKapPIHTHI, KAPAHOMHONATHH, CTPECC-HHY IMPOBAHHAS
KapAHOMHOMATHS Takoly00. 3acToiiHas cepietHas HEA0CTaTOMHOCTh, MPOIANC MHTPATLHOIO
Kaanana. eoxpomonmnroma, caxapusiii anaber. cunapom Kona. BUY. nenxodamoumonaibHbiii
crpece

Orpasiienns
Ty Th. (ocopopraninyecKne HHCEKTHIWIBL, 5,1 CKOPIHOHA

Ta6:mia Nob. Kimnmuueckne coctosnns it 3a001eBaHis. PHBOIAIINE K VUTHHEHHIO HHTepBata QT.

Puc 8. DKI 6oabnoro ¢ AB-6a0kanoit 11 crenenn. OGbscHeHNE B TEKCTE.

JlutepaTypHble DaHHbIE W Halll MPAKTHYECKHI OMBIT CBHIETE/ILCTBYIOT, UTO JUTHHHBIN
uutepBan QT npu Opaauaputmusx, ocobeHHo npu AB OGnokanax Il crenenm,
BCTpeuaercs A0BOJbHO uacTo. [lpu 3Tom B psne ciayuaeB ymuinHeHue mureppana QT
conpooknaercs anbreprauneii ST-T u nonumopdusivmmn JKT, B Tom uncne JIBXKT. Ha
OKI (puc 8) perucrpupyercs AB OGnokana IIl crenenn (QT=800 mc) ¢ peakum
3aMellatoLLHM HIKOBEHTPUKYIAPHBIM pUTMOM (32 ya/muH). HuskHuit ¢parMeHT 3toro
pucyHka uamoctpupyer napokcusm JIB)KT. CmepTh 3TOro nauueHta HacTynuiaa
BHE3arHo.



Ewe onna DKI™ (puc 9) nemonctpupyer napokcusm JABXKT Ha done AB Gnokanst 111
CTEeNeHH.  KOTOPOMY  MpedllecTBYeT  BbIpaK€HHas  ajbTEpHALMs  NPOLECCOB
penonspuiauuu (Bepxuuii pparment). Caeayomuii npumMep NoKasbiBaeT ajlbTePHALMIO
3ybua T («uenTpanbHas uHBepcusi» nepea napokcuszmom) u JIBXKT y maumenta ¢
JutnHHBIM - uHTepBajiom QT (590-740 wmc) npu keroaumaosze (puc 10). Puc. 11
unmoctpupyet DKIT nauueHTKH, KOTOpas BCKOpeE Mociie MCnojb3oBaHus xjaopodoca B
OBITOBBIX HejAxX novyBCcTBOBAIA CﬂaﬁOCTb. TOLHOTY, cepnueﬁueﬁue, B CBA3H C YEM
BbI3Bana OpHraiay CKOPOH MOMOLUM, M C JHArHO30M OTpaBieHHs xjopodocom Obina
rocnutanusupoBana.  DKI  BbisiBUIAa  BbIPaKEHHBIE  M3MEHEHHMS  MPOLECCOB
penoasipuzauuu. yanudHenue QT (700 mc) n xenyn10ouKoBble HapyLIEHHA PUTMa B BHJIE
OIMHOUHBIX PAHHUX IKTOMHYECKUX IKEJYyJI0YKOBbIX KOMILIEKCOB. CBOEBpPEMEHHO
HauaTas Teparnus Mo3BoiuIa NPeJoTBPATHTh Pa3BUTHE KU3HEYTpoKatoLIei apuTMHH.
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Puc 9. OKI 6oabnoro ¢ nosinoit AB-61okanoi. O0bscHeHHE B TEKCTE.
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Puc 10. DKI 6osbHOro ¢ ketoaimna03oM. O6bACHCHHE B TEKCTE.
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Puc 11. OKI” 6onbHOiT ¢ oTpaBaeHneM Xa10pohocom.

B apyrom ciyuae OosibHas rocrnuTain3MpoBaHa OpHraaoii CKOpod nomouwm ¢
CYyOpPOKHBIM ~ CHHApPOMOM nocie  ynortpednenuss 500 mn  cnupra  «Royal».
3apeructpupoBanbl snuzonsl JIBKT na doue anunnoro QT (470 mc) (puc. 12).
Hapywienuss  asekTposintHoro  OGanaHca  (PMOOKaIMEMMA,  THIOKAlbUHEMHS,
rUNOMarHHeMHMs) TAK/Ke HMEIOT 3HaUeHHe B FeHe3e OCTporo yuinHenns uutepsana QT,
B 4acTHOCTH, Ha (oHe npuéma auypetukoB. B kauectBe nmpumepa npupoaum IKI
60abHOI 53 neT, y KOTOpOii pa3Buiack rUnokartnemMus (ypoBeHb Kaaus 2.4 MMObL/1) B
mpouecce JeueHus runoTuasniom (puc. 13).

BblpakeHHble AMCIIEKTPOAHTHBIE HapylleHus (runokaiuemus) npu cunapome Kowa
nposignstores Ha OIKI  nenpeccueit cermentra ST. wwupokumu 3ybuamn T,
cnauBarowumucs ¢ BoiHamu U. Puc. 14 (A. b) noka3biBaeT IMHAMHUKY 3THX H3MEHEHUH
Ha (poHE JIeUeHHUS.
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Puc 13. DKI" 604bHOIT ¢ runokaauemueii. O0biACHEHHE B TEKCTE.
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Puc 14. OKI" Gozbhoii ¢ cunapomom Kona. A — 10 aeuennst. b — na done neuenns. OObicHeHne B
TEKCTE.



B caywae octpoil niumemun, uHdapkTa MHOKapaa TakkKe BO3MOKHO YUTHHEHHE
untepBaia QT. Croiikoe (Gonee 5 aHeit) yBenuueHHe NPOAOIKHTENLHOCTH HHTEPBAIA
QT, ocobGeHHO B COHYETaHHHM C KeJYJA0YKOBbIMH IKCTPACHCTOJIAMH. NPOrHOCTHUECKH
HebnaronpusaTHo — puck BC y Takux OoabHbIX MoBbilaercs B 5-6 pas. B oanom w3
HaWwnX HaOMOAEHWH (K CYaCThl, TOALKO OAHOM) Yy OOILHOrO € HEAaBHO
nepeHeceHHbIM HHpapkTom Muokapaa, QT 450 mMc  Kely104KOBBIMH SKTONHYECKHMH
KOMIIJIEKCaMi B MOKoe npu BbinoaHennn BOM (25 Br, | muH) Bozumnkna JIBKT,
kotopas npuBena k DK, 3akoHuuBlieiics cmeptbio (puc. 15). B onperenenun
nporHosa y OOJIbHBIX C NepeHeceHHbIM MH(APKTOM MHOKapaa MIrpaeT BakHYK pPosib
oueHka QTd. [laxke mocse ycnewHoi XHPYPruuecKoii peBacKyIApH3aLui y NauHeHToB
¢ uHpapKTOM MHOKapaa coxpassiowascs aucnepcus untepBana QTd sasasercs
YYBCTBHTEJIbHBIM  MOKa3aTe/leM HEOJHOPOAHOCTH MPOLECCOB  PEnoaspu3alnu  H
MOBBILIEHHOIO PHCKA 3JI0KAYECTBEHHBIX aPUTMHUH.
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Puc 16. JKT “torsades de pointes™. BosHuKwias
6oabnoro ¢ DKC B pesknve VVI Ha done seveunns
KOpAapoHom 1ipu yiumsennn QT 10 640 mc
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Ha puc. 16 npusenén npumep yanuHenus QT (640 mc) u JIBKT, Bo3HHMKIINX mocrie
neueHus kopaapoHom y 6onwsHoro ¢ DKC.

Boipaskennoe yanuuenue nurepsana QT conpoosxnaer runorepmuio. Ha IKIT (puc.
17 B) cunycoBas Opaankapans 48 B MUHYTY, yanunenne nurepsana QT (QTc=596 mc),
3ybenr Ocbopna (runorepmusi 32 rpanyca). M3amenenus DKI' npu  BbipakeHHOI
runotepmMum (27,6 rpaaycoB) WLTIOCTPUPYET puc. 18: pUTM CHHYCOBBIH ¢ yacToTOM 71
B MUHYTY, yanuHeHne unrepsana QT (QTc=654 mc), rurantckuii 3ydeu OcdopHa.
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Puc 17. OKI' npn runorepmmn 3
O0bsCHEHNE B TEKCTE.



Oco0yt OMacHOCTb MPeiCTaBAsSeT HAJIWYHe HECKOJbKHX (DAaKTOPOB pHCKA pa3BUTHA
npuobperénnoro LQTS. nanpumep, npu HapylleHHN NULLEBOrO MOBEACHHSA (HEPBHOM
aHOpPEeKCHH), TpPH KOTOpOM Ha (oHe pBOTHI Mocsie npuéMa MULLH  Pa3BHBAIOTCS
HapyLUeHHs 3EeKTPOIMTHOrO OanaHca M aucMeTabosinyeckne M3MEHeHHs, Beayllue K
BbIpakeHHOMY yauinHeHuto uutepeana QT. INpuBoaum kiauHuueckoe Hadatoaexue 30-
JIETHEro MY/KUMHbI C HapylleHWeM MHLIEBOro nopeaeHus (HepBHas aHopekcus). Bec
npu nocryniaennn 30 kr, poct 164, nuaeke macest tena 11,15, Ha OKT (puc 19A) putm
CHHYCOBBIIT ¢ 4acToTOit 90 B MHHYTY. BblpakeHHbIe AH((Dy3HbIE HIMEHEHHA MHOKap/a,
yunudenne wuutepBana QT (QTc=640 mc). OOparHas AMHAMHMKA BbIPAKEHHBIX
INEKTPOIUTHBIX M MeTabonuueckux Hapyuennii (puc 19B) Ha done yayulenuns
COMaTH4YeCKOro COCTOSHMS.
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Puc 18. DKI" npu runorepmun 27.6 rpaaycos. OGbACHEHHE B TEKCTE.
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Puc 19. OKI" 30-1eTHero 6016HOI0 ¢ HapyLIEHHEM ITHILEBOTO MOBEACHNS (HEPBHAs aHOpEeKCHs). A —
npu - nocrymiennn. Bo— nocie  KOppeKuuH  JNeKTPOIHTHOrO jicbananca 1 MeTabosInuecknx
Hapy ennii. OGbAcHeHNe B TeKCTe

JlekapcerBenno-uuayunposannbiii LQTS.

CoBpeMeHHBbIIi TepaneBTHYECKHIT apceHan BKIoyaer cbitue 200 ThicsY HAaMMEHOBaHMI
JIC, 90% w3 koTopbiX nosiBUAMCH B rnocieanue S50 €T, U 3TO MOKHO CUYMTaTh
«(apmaleBTHYECKUM B3pbIBOM». Bo3pacTaer He TOIBKO KOJIMYECTBO BbIMYCKAEMBIX
JIC, HO W cuma uX BO3JEHCTBMS HA  OpraHu3M, CO3JAlOTCH  CJIOKHbBIE,
mMHorokommnoneHnTHele JIC. obGecneuuBaiomue BbICOKHI TepaneBTHueckunii ¢ dext. B
MOC/IeIHUE TO/1bl OTMEYACTCH CHHKEHHE MEAHLIMHCKOTO KOHTPOJIS H KOMITETEHTHOCTH M
wMpokoe pacnpoctpaHeHue Oe3peuentypHbiX JIC Kak NpoayKTOB MOBCEAHEBHOTO
Crpoca, BCJIEACTBHE 4ero npodjema J1eKapcTBEHHbIX OCN0KHEHHH CTAHOBMTCH Ooliee
aKTyanbHOI, uem camu Oone3nu. COMIaCHO NaHHBIM, TPHBENEHHBIM B JIOKJaje
LleHTpoB o KOHTpPOMIO M npeaynpexaeHHio 3abosneBanuii (Centers for Disease Control
and Prevention) ot 2.03.2001r., 8 CLLIA pactér uactora BC cpenu moaeii Moaoaoro
BO3pacTa. BreIcKa3biBaeTCs MHEHHE, YTO CpPeIH BO3MOMKHBIX TMPHUYMH 3TOTO pocTa
BakHYIO poab urpatot JIC. O6bém notpebdnenns JIC B IKOHOMHYECKH pPa3BHThHIX
CTpaHax MOCTOAHHO YBEIMYMBAETCH. M BpayeOHOE COOOLIECTBO TPEBOKMT pacTyluas
«Meaukanusaums odulectBa»r. dapmaueBTHKAa 1aBHO CTajla TaKUM K€ JOXOAHBIM
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OusHecom, kak M moOoit apyroit. Toabko Ha pa3paboTKy HOBOTO MpoayKTa Yy
(apmalieBTHYECKMX TrHraHToB B cpeaHem yxoaut 10 ner u 800 man. nonmapos.
HameTnnace OTUETIHBAs HeraTHBHAsA TEHIEHUHMs B NMPOBeAeHHH GapMKOMMNaHUaMH BCE
Oosbwero umcsna JIC  kak crarycHeix wiau  npectwkHbiX  (lifestyle  drugs),
COOTBETCTBYIOIUMX OMNpeaeiéHHOMY 00pa3dy KM3HH. DTO BMArpa, cHaauc M JeBHTpa,
KCeHMKall, aHTHIeNPecCanThl, aHTUTpHOKOBbIE 1 MHOTHe apyrue. [Tponarannpys JIC B
KaueCTBe HeNpeMeHHOro arpudyTa 310POBOI M YCMEUHON KH3HH, (hapmauesTHUECKHE
KOMINAHUH BBICTYNAIOT «IPOCBETUTEISIMIY), aKTHBHO TPOABHIas B MacChl TEOPHIO
MOJIE3HOCTH  CaMOJIEYeHHs,  COTMacHO  KOTOPOH  LIMPOKOE  HCMOIb30BaHHe
oespeuentypHbiX JIC BeOET K «O310POBITEHHIO» HALMH M K YMEHBIUCHHIO 3aTpaT Ha
CHCTEMYy TOCYJapCTBEHHOro 31paBooxpaHenus. [loa «iekapcTBeHHbIM  00pasom
JKM3HW» MOJpa3yMeBaeTcs MPHEM yCTOKOUTENBHBIX MpH Mt000# CTpeccoBoil cHTyallnH,
JledeHHe MalleHnX HeaoMOraHuii 00e300/IMBAOMMH U TIPOTHBOBOCHATHTETbHBIMH,
VCTpaHeHHWe  ECTECTBEHHBIX  YE/IOBEUECKHX  MEepPeKMBAHMIl  MpH  MOMOLLUK
aHTHaenpeccaHToB. Ha wmexayHapoaHoit kondepenunn «Inaugural Conference on
Disease Mongering», npowenuweii 11-13 anpenst 2006 r. B Heto-Kactie (ABctpanus).
GOJIbIIYIO TPEBOTY Y KIHHWIIMCTOB BbI3BAJIO CTPATErHYeCKH BbIBEPEHHOE HamnpapieHue
COBpeMeHHON (hapMaleBTHYECKOH WHIYCTPUH MO MpeBpalleHHIo TI0ael-nauneHToB,
MoyyaloMx HeoOXoAMMOe W MpONHMCaHHOE JieueHue, B notpedureneit ycuyr,
HacNaKIalOLINXCS JIGKaPCTBEHHBIM LIOMHHIOM.

Jlpyryilo TpeBOKHYIO TEHAEHLHIO MOKHO 0003HaunTh Kak «disease mongering»
(«ToproBnto  Oonesusimu»). TepmuH «mongering» ( B MnepeBoae C aHIMIMICKOro
«npoaaxka KoMy-inbo 4ero-To He HyKHOTO») W3 si3blka MapKeTHHra. Paciumpss pbIHOK
cObiTa, kpynHeiilve QapmaueBTHUECKHE KOMMAHUM YOEXKIalT BIOJHE 3/10POBbIX
el B TOM, YTO OHM OOJIbHbI M HYKIAOTCA B MEIHKAMEHTO3HOM JIEYCHHH.
Konu4yecTBO MHUMBIX HeTyrOB, HCKYCCTBEHHO pa3iyBaeMbIX /10 MAclITaboB cepbE3HbIX
3a00s1eBaHMM, MOCTOSHHO YBEIHUHBAETCA: MIMPOKOE TPAKTOBAHHE «JIEMpeccHi» Kak
«IIOXOTO HACTPOEHHS», CHHAPOM XPOHHUECKOH YCTAlOCTH (CHHAPOM MeHeakepa).
KIMMMaKe kak 3a0oneBaHWe, JKEHCKas MoioBas AMCHYHKUUSA., MMMYHOZe(hHIHTHbIE
COCTOSIHMA, HO/UTeULMT, CHHAPOM OECMOKOHHBIX HOT. IHCOaKTepHO3. «HOBBIEY
MHpeKkuroHHble 3aboneBaHus CTAHOBATCA OpeHZaMM UlS HapallWBaHus [POAAK
AHTH/ICMPECCAHTOB, UMMYHOMOY/ISTOPOB, MPOOMOTHKOB, aHTHOMOTHKOB. TOPMOHOB.
CamocrosTenbHblii U OeckoHTposbHBIA TpuéM JIC, nonudapmaiiis. HeoOX0AHMMOCTh
amrensHoro npuéma JIC co3paloT NpeanochiIKM  AAs  PasBHTHA  MOTEHUHAILHO
OMAacHbIX JIeKapCTBEHHBIX OCIOKHEHHWH W npuoOpeTaloT MaciiTadbl  CepbE3HOM
MEAHLMHCKOH po0IeMbl.

Pasvoobpasubie  JIC cambix WHPOKKUX  (apMaKoOIOTHYECKHX TPYMN  CHOCOOHBI
MPUBOANTE K yUTHHEHHIO nHTepBana QT.

AHTHAPHTMHYCCKHE laIb [c T TV kaaccw

JIMYPETHKH KpoMme Kaaniicheperaioumx

AHTHAHTHHAIbHbIE OenpHi. NpPeHHaMitH

THITOJHTTNICMHAYCCKHE CTATHHBI. ﬂp06\'K0.'l

CEP.ICUHO-COCY JINCThIE Q/IPCHAITHH, TTaMaBePHH. BA30MPECCHH,
(enmmdpuH. KABUHTOH. AICHO3MH. MHA0APHH

aroHUCThI [32-a1pCHOPELCTITOPOB OepoTeK, callb0y TamMoll
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(TOpxHHOI0HBI (criapIoKcalnH,
AHTHOMOTHKH rpenaduokcarit ),

MaKpOJIHIbL (IPHTPOMHLIHH),
a3a1i1bl (A3MTPOMHIINH ),
KETOJIM/1bl (TEJMTPOMHIIMH)

CVb(haHnaamibl OaKTpHUM. CYJib(haMeToKCa30.1
AHTHITPOTO30ITHBIC NEHTAMIJINH. CYypbMa

AHTUMAJISPHITHBIC XHHUH, raodasTpu, MeqIOXHH, IPHMAXHH
POTHBOIPHOKOBBIE 11p. HMII30.1a; KeTOKOHA30.1, (hIIyKOHa301
MPOKHHETHKH MO3AMpHL. LH3aIpHl

AHTArOHNCTHI JIONAMHHOBBIX PELETITOPOB JIOMIICPHJIOH (MOTIIINMY M, MOTIUIAK)
CEPOTOHHHEPIHYECKHE KCTAHCEPHH, 3UMEJUIMH. TEracepo/y
HMMYHOCVIIPECCAHTbL TaAKpOJIMMYC

IIPOTHBOOITYXO0.ICBbIC TAMOKCH(IEH. CYHHTHHHD. OKTPEOTH /L
AHTUTHCTAMHHHbIC | nnokozienns (HMe3aH, arapaxce, XjaopheHamun)

Il nokonenns (repdenaany. acreMuson.
J0pATAAMH, MH30JACTHH)

-MCCTHAs aHecTe3ud (KOKauH)

-OIHATHBIC ArOHUCTHI (JIEBOMETA/IHII, META/I0H)
-CPE/ICTBA /LIS HApKo3a (XJopajiruipar)

- HEHPOJICTITHKH (THOPH1a3HH, ME30PH,/1a31H,
HEHpOTpOnHbIE TIHMO3H/L, CYJILTONIPH/L, JIPONEPHIOIT,
CEePTHHJI0IL. 3UIMPA3H/IOH, PHCIIEPHJIOH)
-aHTHICNIPECCAHTBI (AMHTPHIITHIIMH,
JIOKCETIHH, HMUTNIPAMHH, KJTOMHIIPAMHH )
~aAHKCHOJIMTHKH

-TPAHKBHJIM3ATOPbI

-fpenaparsl JIHTHA

=aHTHMHIPEHO3HBIE (CYMATPHIITAH,
30JIMHTPHITTAH)

-[IPOTHBOPBOTHBIE (/10.1aCETPOH, OHIAHCETPOH )
-HHTHOMTOPBI XOJIMHICTEPa3bl (ralaHTAMKH)

JpyIHE Hperaparhl (ennnamMun, Oy ANITHH, FENapu, cHiieHamt
(BHarpa). BapjeHadi (JICBHTpaA)

Tabmuua 7. JlekapcrBeHnbie cpe/actsa. VumHsomue uarepsan QT.

CyLecTByeT HeCKOIbKO OO0bsCHeHHI JieKkapcTBeHHO-uHayuuposantoro LQTS. C
TOYKM  3peHus  (apmMakoreHeTHKH,  JIEKApCTBEHHO-MHAYUMpOBaHHbIH  LQTS
npecTaBiseT codoi aTHNHUYHbIC, CKpbIThie, TaTeHTHbIe (hopmbl LQTS («forme fruste» -
«00Ne3Hb,  NMPUOCTAHOBJIEHHAs B pa3BUTHW»). [Mnotesa  10303aBHCHMOCTH
npeanosaraet, 4to puck paseutus [ABJKT onpenensercs npeBbilIEHHEM MOPOroBOM
seanuuHbl TDR, paBHoii B 3kcniepumente 90 mc. Takue 6aokaropsl IKr, kak coranon,
A0(eTHINA,  SPUTPOMMLMH,  JICHCTBUTENbHO,  OOHapy’KHMBAIOT  J10303aBHCHMOE
ysennuenne TDR u LQTS. Oanako apyrue JIC, Boi3biBatoue LQTS B 3aBucumocTH
OT 103bl, IIPUBOIAT JIMLbL K He3HAYUTEIbHBLIM M3MeHeHusaM TDR, He noctarounbiM s
BO3HHKHOBEHHS apUTMHUecKHX ocnokHenuil. M, nakoneu, JIC ¢ npenmyliecTBeHHOM
Onokanoit 1Ks (xpomaHon, meHTOOapOMTal, aMHOIAPOH M PaHONA3WH) MPUBOAAT K
nososzasucumomy LOQTS Ge3 ypennuennss TDR, Bcnencrsue yero JABXKT npu mx
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npuémMe BO3HMKAET OY€Hb PelKO MM BOOOILIe He BO3HMKaeT. Takum oGpasom, [ABKT
He BO3HMKaeT npu jeuerun HekotopbiMu JIC, yanunstowmmu uutepean QT, Tak kak B
3TOM C/Tyyae CHHKAETCS MJIW JINLLb He3HaunTeabHO nosbitaetcs TDR.

KoHuenuus «pesepsa penossipu3aulmy. kak AHMHAMMYHONW H camoperyaupyoLieiics
chcTembl, Oasupyercs Ha Oosiee OOLIEM MPHHUMIME, YTO CIOKHBIE OHOIOrHYECKHE
CHCTEMbl  PEIKO JIOMAlTCs M3-32  OJHOTO  MOpakKeHHs (FeHEeTHUECKOro WM
NpHOOPETEHHOrO reHesa), M CYLUECTBYIOT pa3iMuHbIe, YacTO M30bITOUHbIE MEXaHH3Mbl
noaaepkaHus HOPManbHOrO (YHKUMOHHPOBAHUS CHCTEMbl TMPH  HE3HAYMTEIbHbBIX
(DYHKUHOHAIbHBIX HapyleHusx. Tak, HeGo/blIOe CHHKEHHE TOKa Pernoispu3alun B
pe3yJibTaTe reHeTHUECKHX MyTalHii HOHHbIX KaHAJIOB 10JIF0€ BPeMs MOKET OCTaBaThCs
0e3 MOoCNeACTBHI, MOTOMY WYTO JpyrHe MeXaHW3Mbl «BCTYNAalOT B Wrpy» s
noiep/KaHusl NPOLECCOB Pernoisip3allii Ha HOpMalbHOM ypoBHe (M Ha DKI Oyner
perucTpupoBaThcs Moyt HopmasibHblii  umHTepBan QT). Onnako B pesynbTate
runokanuemun, Opaaukapann uian Tepanun JIC NponcxXoanT NOCTeNneHHOe CHUKEHHE
pe3epBa penosispH3almu.

Daxkmopel pucka aexapemeenno-unoyyupoeantoi {BKT.

1. Kenckuit mon B ¢epTuabHOM nepuone npeodnazaet B 2-3 pasza, 4to 00yC/IOBIEHO
rOPMOHANILHON  peryfsilineil  MpOLEeCcCOB  pernoispu3aunu  («3auMTHOe» AEeHCTBHE
AHIPOreHOB M ICTPOTeHHAs «YS3BUMOCTb», @ TAK/KE MOJIOBbIE PA3IMUNS B MIOTHOCTH
HOHHBIX KaHaJIOB).

2. bpanukapaus. [layzosasucumoe ymiuHenne QT ¢ 9kcTpacucTonon  uiau
nocieaoBarelbHoCThIO SLS yBennunsator puck JABXKT.

3. M'unokannemus (<3.5 Mmmouw/i1) u runomaruesemus (<1.0 mmone/n).

4. Boicokas KoHUeHTpauusi W ObicTpoe BBeaenue JIC, yamuustommx uxtepsan QT.
Pazgurnio  JIBXKT cnocoGeTBytoT mnoueuHas W ney€HOvHas HEA0CTAaTOUHOCTb,
CHMAEHHE 0OMeHa BeLiecTB u MHrHOMpoBaHue hepMeHTOB HTOXpoma P450.
Cyuectyiot JIC ¢ oyenb Huskum (moxifloxacin unu fluoxetine) u Boicokum (sotalol,
dofetilide, thioridazine) puckom JIBXKT. TMonnas nudopmauns o JIC, Bbi3biBatOUMX
LQTS/ABXT, npeacrapneHa Ha caiite http://www.torsades.org.

5.  WHTOKCHKauMs  JMTMTAJMCOM  BCIIEACTBHE  repechbitieHHocTH  (overload)
BHYTPHKJIETOUHOTO KalbliMg C TMO3/HEl noctaenonspusauned ¥ MHruOMpoBaHnem
KCNH2.

6. CyOknunudecknii  BpokaéHubiii LQTS (menee 10% BpowagnHoro LQTS),
00yCIOBIEHHbII HEMOAHOH mneHeTpaHTHOCThI0 MyTauuid reHos KCNQI. KCNH2,
KCNEI, KCNE2, SCNS5SA [23].

CrelyeT OTMETHTD, YTO Y MALUMEHTOB CO CTPYKTYPHbIM 3a00/eBaHMEM cepiauad ecTb
APYro  MexXaHW3M  JeKapCcTBeHHO-uHayuupoBanuoit  JIBKT.  cBaszauublii ¢
BO3HHKHOBEHHEM B XOJ€ JIeYeHHs [OTEHLHAIbHbIX O4YaroB MOBTOPHOrO BXOJa
(reentrantcircuits). D1eKTpo(hH3HOIOrMYECKOE PEMOICIMPOBAHUE. OTMEUatoLLeecss Npu
runepTpopMH  NIEBOrO  jKelyao4yka M CepAEeYHOH  HeA0CTATOYHOCTH,  MOKET
MPOBOLMPOBATH YAJIMHEHHE MOTEHUHANA 1eHCTBUS M MPEAPacriosarath K AaJbHeHIIemMy
JIeKapCTBEHHO-UHAYUMpOBaHHOMY  yaauHenuto QT wu  BosnukHoBenuto JIBIKT.
[TonoGuas npeapacnonoxennocts K JIBXKT Bo3HMKaeT M y NauMEHTOB C TAKEIbIMH
3a00/1eBaHUAMH MEUECHH.
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[MpuBoaum coberBeHHoe Habmoaenue. bonbuas I1., 58 ner noctynuna B KIHHHUKY B
CBA3M C BbIABNEHHbIMU Ha DKI™ HecrneunpuyeckuMu U3MEHEHHSIMH penonspusaunmy —
oTpuuatenbHbiMM  3yOuamun T B GonblumHceTBe oTBeseHuit  (puc. 20). Takwke
3adukcupoBano yanunenne untepsaia QT no 460 mc (QTe=500 mc). Ha npenbiayiuei
OKI' (nonrona Hasan) TakuX M3MeHeHHit He Obuio (puc. 21). B anamuese —
XPOHHUYECKHH BUpPYCHbIt  rematut.  [lo  nmoBoay — KoxJieo-BecTHOY/spHOIA
HEJIOCTATOYHOCTH MALUMEHTKA CAMOCTOATEILHO M OECKOHTPOIBLHO MPUHUMANA KABUHTOH
B 0OMIBLIMX 103aX.

1 aVR :
e e e e M—_\[-—’\
11 {L_\/____/\J\—‘-\/ aVL f
QT=450 mc QT =500 mc S0 mw/c 68/mun
J-I_IM.J\JL_‘..___,\__/\___*_ ili____,\_j\\__w |
Vi

e TN i
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V5
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Puc 20. OKI" 6oabHoit 1. npn nocTynieHnn B KIHMHHKY.

Puc 21. OKI" 6oabnoit [1. 32 nozroaa 10 nocrymieHns B KIHHHKY.
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Yke Ha BTOpOM JeHb npeObiBaHWs B KIWHWUKE OOJIbHAA [EPEHEc]a KIMHHYECKYIO
cMepTh. PeaHuMaLMOHHbIE MEPONPUATHS 3aKOHYMIUCH yenewHo, Ha DK coxpausnach
uuBepcust 3y6uoB T, a untepBan QT yanununca no 580 mc (pue. 22). B Teuenue
CHeAYIOWMX CYTOK Npu MOHMUTOpHOM Hadmosenun DKI yaanock 3apeructpupoBarhb
DK (puc. 23).

1
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Puc 22. DK™ GoabHoii [1. Bo Bpems GHOPHAAALMN HKEITY A0UKOB.
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Puc 23. DKI” Goabnoii [1. nocae aedudpuiagimm.



[Tocne nopropHoit MK Obiio oTmeueHo ewwé Gosnbiuee yanuHenne nurepsana QT (1o
640 mc) 1 Gosee BbIpakeHHbIE H3MEHEHHUS PENoOJISPH3aLMH B TeX jKe OTBEAEHHAX (PHC.
24). Ob6a oOMOpOKa He CONpOBOKAANUCH KaKMUMHU-TMO0 npeasectHukamu. XM DKI
BbIABMIIO KD Ge3 (PMKCHPOBAHHOTO MHTEpBAia CLETUICHUS M albTePHALMIO CerMeHTa
ST un 3y6ua T. Hauata Tepanus, nanpasieHHas Ha npouIakTHKY aTaabHBIX apUTMHI
Ha ¢one npuodperénHoro LQTS — npenaparamu kanus, maruus u bb.

| v aVR
=

Puc 24. KT dosbHoit I1. nocae nosropHoii aedudpuisimm.
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Puc 25. OKI™ Goasnoii [1. uepes 2 mecsia nocie Boimickn. O0bicHeHne B TEKCTE.

[TponomkurensHocTh uHTepBana QT nocreneHHO BoccTaHaBauBanachk. Hapyuenus
purma 1 ansrepHauns cermenta ST u 3ybua T wcuesnm Ha 7 neHb seveHus. a
M3MEHEHHUsl Penosisipu3auMy He TMpeTeprneBald CyLIECTBEHHOH AMHaMukH Oosee 2
mecsueB (puc. 25). Cnycrs 3 mecaua Bce nokasareau DKW nopmanuzoBanuce.
Dxokapauorpadus u Bell0IProMeTpus NaToja0ruu He BbIABHIIH.

Takum 00pazoM, Mbl BCTpeTHaHCh € npuodperéHubiM LQTS 'y naunentkn 6e3
opraHuyeckoro 3adoseBaHHs Cepiaud, NPUBEALIUM K JKHU3HEYTpOKatoLeH apuTMHH —
OXK. [InutenbHblil puéM KaBMHTOHA HA (hOHE XPOHHYECKOrO BHPYCHOTO renaTtuTa Mor
cTath  NpuuYMHON  Manudectaunn  cuHapoma.  CBOEBPEMEHHO  OKa3aHHOE
peaHuMaLMOHHOE NocoOHe No3BoanI0 npeaoTepatuts BC.

IpakTHYeCcKHe PeKOMeHIALHH.

KapanoGe3onacHOCTb Tepanuu J0JA4HA CTaTb HEOTbEMJIEMOIl HacThbl KIWHHYECKO
pabGotbl Bpaueii-neueOHuKoB. ClieayeT yaensaTb BHUMaHHE OOLIEMY COMATHYECKOMY
COCTOSIHHIO MALMEHTOB, OLEHHBAs (PAKTOPbI PHCKA KAPAMOBACKYIAPHBIX OCIOKHEHHUI
tepanuu. [lauuentel ¢ yanunenuem uHtepBana QT oTHOCATCA K rpymnne BbICOKOrO
pucka, ecnu y HUX HabawoaioTes apuTMHUM, yanuHenuwe wuuTepana QT>500 wmc,
yBennuennbie 3yousl U, ansrepHauus 3youos T. LlenecooGpa3Ho nepen HazHauyeHHEM
JIC nauueHTaM nOTEHUMANbHO BBICOKOro pucka caenatb DKIT u nonyunts
KOHCYJIbTALMIO Kapanosiora. BakHo Takke yUMTbIBaTH PEKOMEHIALUWH B OTHOLUEHHH
mouuTopHra IKI', npuBeaéHHble B MHCTPYKUHMAX MO MpUMEHeHHI0 oTaenbHbix JIC.
HeoOxoanmMo Takke KOHTPOJIHPOBATH KOHUEHTPALUMIO Kajlus M, B Wiaeaje, MarHus B
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CBIBOPOTKE KPOBH. 4TOObI M30ekaTh SJEKTPOJIMTHOrO aucdanaHca. SABJIAIOLIErocs
(hakTOPOM pUCKa CYLIECTBEHHOTO yInHeHus unTepsana QT.

Komurer no narentoBanHbiM JIC EBporneiickoro AreHTCTBa No OLEHKE MeAHLMHCKHUX
npoayktoB (European Agency for the Evaluation of Medical Products) npennaraer
cuutath ypenuuenne QTc na 30-60 mc y naumeHTta, npuHumaiouwero Hosoe JIC,
HACTOPaKMUBAIOLUMM B OTHOLUEHHH BO3MOZKHOI CBA3M ¢ mpenapatom. AGCOMOTHYIO
nponoaxuTenbHocTh QTe cBbitie 500 MC M OTHOCHTENbHOE yBenuueHue Gojiee yeM Ha
60 mc crneayer paccmaTpuBaTh B kauecTBe yrpossl JIBXKT. Komurer no 6esonacHocTH
JIC wn arentctBo 1o koutpomnto JIC (Medicines Control Agency & Committee on Safety
of Medicines, 2001) pekomenaytor nposoauts IKI -uccinenoBanus u GHOXMMHUECKHE
AQHAIM3bl KPOBM HA COACP/KAHHME 3JEKTPOINTOB Kaxk/ble LIECTb MECALUEeB M Mocie
Ka’K10T0 MOBBILIEHHS 103bI.

Tepaneemuueckass  makmuxka npu  npuodOperénHom LQTS nomkuHa BKAOuaTh
cneaytowe wmeponpustus. Heodxonnmo ormenuts JIC, Bbi3BaBllee yATHHEHHE
uHtepana QT, u ycTpauuts umerowmecs Metadosinueckue HapyuieHus. HaunHatot ¢
B/B BBeJEHUA cynbdara marHus B 103e 8 mn 25% pactBopa (2 Mr) M, eciiu NpucTyn He
yaaércsi KynupoBartb, uepe3 S5-15 MHHYT MOKHO NOBTOpPHTb TO ke camoe. [lanee
NepexoaaT K KaneibHOMY BAHBaHMIO cyib(ara marums or 3 no 20 Mr/MMH Ha
npotskeHun 7 — 48 4. Ilpeanonaraerca, 4TO MarHMi SBISETCA «ECTECTBEHHbIM
Ka/lbLIMEBbIM OIIOKATOPOM» M MNOAABIAET TPUITEPHYK AKTHBHOCTb, CBS3aHHYIO C
paHHuMH noctaenonspuzauusMu. [lokazaHo Hasuauenue JIC, comepialuux MarHuii
(marHepoT). B ciyyae runokaJmeMun Ha3HAYaKOT Npenaparbl Kanus.

[locne BBeaeHMs pacTBOpa MArHUsi M Kajaus MOKET OKa3aTbCs MOJIE3HbIM BBEIEHHE
JInI0KauHa, HaunHas ¢ | Mr/kr G00COM € MepexoaoM Ha HH(Y3HK €O CKOpocTbio 20-
50 MKr/Kr/MuH.

Ilpenaparamu BbIGOpa Tak e, kak U B Tepanuu BpoxkaéHHoro LQTS, asnstores bb. B
OCTpPOH CHTyauMHM MOKa3aHO B/B BBeaeHWe nponpadonona (0.2 Mr/kr), a Takke
coyeraHHoe npumeHeHue bb n marvepora. Ecnu Bb He naiot s¢ddexra nnn umerorces
MPOTHBOMNOKA3aHWA 1718 WX TNpPUMEHEHUs, MOKHO npuderHyTh K BpemenHoi DKC.
[Tokazano, uto BpemeHHas DKC B coyeTaHMM C AaHTHAPUTMHYECKOH Tepanuei B
HEKOTOPBIX CAy4asX MOKEeT ObiTb €IAMHCTBEHHO MNPHEMJIEMbIM METOAOM JICUeHMs
nauneHToB ¢ LQTS. B ypreHTHbIX CHTyauMsX C YCNEXOM MOKET HCMOJb30BaThCs
upecnuieBoaHas IKC npencepauii.

Ilpy HEBO3MOKHOCTH NpPOBEACHHS CBEPXYACTOTHON TPAHCBEHO3HOH IKeTya0UKOBOM
crumynsiunn s sevennst JIBJKT, Bosuukatouwed Ha done Opaamkapanmu, MOKHO
MCMO/1b30BaTh H30NPOTEPEHOII.

3akinouenue.

M3pectHo, yto BC — 310 cmepts Ha ¢oHe mnoavoro OGaarononyuus. CornacHo
onyOJMKOBAaHHOH CTAaTHCTHKE, B HalUEM rOpOJEe ekeroaHo BHesanHo ymupaet 4000-
5000 uenosek, 3HAUMTENbHAs 4acTb KOTOPBIX - JIOAM TPYAOCNOCOOHOrO BO3pacTa.
TparvyHOCTb CHTYaLMH elE U B TOM, YTO 3TO MPOUCXOANT HA (JOHE Pa3BUTHS HOBBIX
METO/IOB /IMarHOCTHKH CEPAEYHO-COCYAUCTHIX 3a001eBaHUIT U JIeUEeHHS JKU3HEOMACHBIX
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apuT™Muii. Mbl Hazeemcs, uTo yuyeOHO-METOAMUYECKOE MOCO0OME Ha TeMy, HUMEHOLIYIO
npsMoe oTHoLeHHe Kk npodneme BC, cMokeT BHECTH CBOIO JIENTY B YMEHbLLIEHHE 3THX
CTpalIHbIX LHdp.

B 3akitoueHHe XOTHM HANOMHHTB BpayaM, 4TO B [poLEcce JIeYEHHs creayer
koHTposipoBate 1o  DKIT  wuutepBan QT M noMHMTL 0  HekKenarenbHbIX
B3anmoeiicTeuax JIC.

['pamoTHas  AnMarHOCTHKA,  MHGOPMHUPOBAHHOCTH  CMEUHAIMCTOB  —  OCHOBA
npoduaakTUKH 1 npeaoTBpatueHus cayyaeB LQTS ¢ netanbHbiM HCXOAOM.
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Bonpocer.

1. Hurepsaa QT:

a) 3TO NEePUO AeNOAAPH3ALNH Mpeacepanii

6) n3MepsIoT ¢ uenonbs3oBanueM Gopmyibl Bazett
B) YAJMHSAETCS NPH BaryCHOM CTUMYISLUMH

) YKOpauMBaeTcs NpH runepkaibLUHEeMUH.

1) BCE BbILLE NepevnciaeHHoe

2. Bepxusis rpannua Hopmbl QTc Aast MyKUHH COCTaBJIsIeT:
a)0.45¢
6)0.46 ¢
B) 0.48 ¢
r) 0.50 c
a) 0.54 ¢

3. B anarnocruxe ckpoitoii popmer LQTS nndopmatushbi:
a) TpeAMMII-TECT

6) npoda ¢ arponuHOM

B) BEJIOIProMeTpus

I') aApeHaIHHOBBIH TeCT

1) 3xokapanoruorpadus.

4. MyTtauun rena SCNSA orBeTcTBeHHbI 3a:
a) cuuapom bpyrana

0) cuHapom yanuuénHoro uutepsana QT

B) rUNEpTPOHUECKY IO KAPAHOMHONATHIO

) CHHAPOM YKOpoueHHoro uHtepsana QT.

a) cunapom Llopra

5. ®u3HyecKHe HArPy3KH NPOBOLHPYIOT CHHKOMNE NpH:
a) LQTSI

6) LQTS2

B) LQTS3

r) npu Beex reHotunax LQTS

J1) HET BEPHOTI0 OTBETA.

6. 'pynny BLICOKOTO PHCKA APHTMHIT COCTABJISIOT NMALHEHThI:
a) ¢ CHHAPOMOM aHKHpuHa B

0) ¢ cuapomom AHnepcena-Tasuna

B) ¢ cunapomom Jkepeena-Jlanre-Hunbcona

r) ¢ cunapomom Tumortu.

/1) BCE BblLIE NEPEUHCIIEHHbIE
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7. UMniaHTaums Kapanoseprepa-1epudOpHILIIATOPA MOKA3AHA NALHEHTAM ¢

BpoxaéHHbIiM LQTS:

a) npu QTe>500 mc

0) Npy BHE3anHoH CMEPTH B aHaMHe3e

B) Mp1 0OMOpPOKAxX BO BpeMmsi rpuéma B-aapeHo010KaToOpoB
r) netam ¢ AV 6nokanoi 2 crenenn 2:1.

J1) BCEM BbILIIE MEepeyHCIeHHbIM

8. K paxkropam prcka nupydTHoil Taxukapaun «torsades de pointes» oTHocsiTes:

a) My’KCKOH 1o

0) runokanueMus

B) cep/eyuHas Hea0CTaTOUHOCTb
) THIIOMarHueMHs

1) NeTCKHUI BO3pacT.

9. Vanunenue uatepsaia QT He BbI3bIBAeT JIeKaPCTBEHHBIH npenapar:

a) KABUHTOH

0) TamokcudeH
B) JJOpaTaauH
') CEPTHHJION
1) SHAANPHII.

10. Jleyenne npuodperénnoro LQTS Brarwouaer B ceds:
a) aHTHapuTMHUeckHue la knacca

0) npenapatbl Maruus

B) nipenaparhbl Kajaus

r) B-apeHOOI0KATOPSI

/1) HHOTPOTIHBIE.

Il pPaBH/IbHbIC OTBETHI.

l.B)r)2.a)3.a)B)r)4.a)6)5.a)6)6.8)1)7.6)8B)8.6)B)r)9. 1) 10
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