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« B 2001 rogy KatnuH ®onburr ns
Hbtokacna B HoBom HOxXHOM Yanbce
(ABCTpanus) obina apecrtoBaHa u
obOBMHEHA B yayLwleHun n yomnmncrtee
CBOMX YeTblpex ManeHbkmnx geten (2
Oo4yepu u 2 cobiHa).

« Kaxgbln pebeHoK ymep BHe3anHo, BO
BpeMs CcHa B Bo3pacTte oT 19 aHen Oo
1,5 NeT B pasHble roabl B TedeHme 10
net (¢ 1989 no 1999 rr.)
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« OOBMHEHME oOnupanocb Ha TOT daKT, 4YTO BCe
yeTBepoO AeTen ymepnun npum  OAUHAKOBbIX
obCcTOATENLCTBAX, a 3TO O3Hay4aer,
ManioBEPOATHO, YTO OHU BbINKN CriyYanHbIMM.

« B 2003 roay npucsaxHble npusHanm ascTpariunky
BUHOBHOW B yAYyLIEHUN N YONUCTBE CBOUX YETbIPEX
neten B TedeHue 10 ner.
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* B 2019 roagy, B pamkax paccnegoBaHus
NPUroBOPOB MaTepu, IKCNEepPTOB NONPOCUNU
BbIACHUTb, MOXET NN reHeTn4yeckas npuynHa
O0OBbACHUTL CMEpPTb OeTEN.
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K coxkanenuto, kapauornormuyeckoe obcnengoBaHue aTux geten obino
OrpaHNYEeHHbIM.

« 3anucen Kl y 1 PebeHka He 6blIno.

« 3anucm OKI' y 2 PebeHka ¢ paHHEro HeoHaTtarnbHOro nepruoga n B sospacTte 4
MecsiLeB Nnokasann HopMarnbHbIA CUHYCOBbIM PUTM M HOPpMaribHble
nHTepBans.l, Bkntodaa QTc 380 mc.

« 3anucen IKI 3 PebeHka He ObIno.

« 3anucn OKI 4 PebeHka B Bo3pacTte 11 gHeun nokasanun HopMarnbHbIN
CUHYCOBbIVN PUTM 1 HOpMaribHble MHTepBarbl, Bkntoyad QTc 380 mc. 3a
NCKNYeHneM Mmmokapauta y pebeHka 4,

« (ObcnepoBaHue cepaua kaxaoro pebeHka He BbIIBUNO CEPAEYHbIX
aHoManun.
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BbInn cekBeHMpOBaHbI LEeNbIE rEHOMbI NI 3K30Mbl MaTepu U ee
yeTbipex Aeten n obHapyxeH HOBbIN BapUaHT KanbMoAgynnHa
(CALM2 G114R), koTOpbIV Nepenancya no MaTepPMHCKON NUHUN.

« 3Ta MyTauusa yxyawaeT CrnocobHOCTb KanbMoayrnnHa CBA3bIBaTb
Kanbuun U perynmpoBaTtb ABa OCHOBHbIX KarbumMeBbix kaHana (Ca V
1.2 1 RyR2), yyacTBylLLNX B CONPsXKeHNN BO3OYKOeHNS r
cokpawleHna muokapaa. BpeaHole adpdpektel G114R cumtatotca
apUTMOreHHbIMU U BbI3bIBaKOT BHE3alMHY0 CEpAeYHYI0 CMePTb Y

nerten.
Europace (2021) 23, 441-450 CLINICAL RESEARCH
doi:10.1 OQS/europace/euaa&Z& w0
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«
3kcnepTbl 0OHAPYXMUNK Yy ABYX A0YEpel ABe MyTalun B reHe

KanbMoaynuHa, ogHa 13 KOTopbIX He Oblna obHapyxeHa y maTepu,

BO3MOXHO OT oTua? Ho eé myx - Kpeinr ®onburr He npegoctasun ceoto [JHK
Ans TeCTUpoBaHusl. ..
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B 2021 roay AeBAHOCTO yYeHbIX CO BCEro mmpa obpatnnmce Kk rybepHatopy Hosoro KOxkHoro

Yanbca ¢ npocbbov 0 nommnnoBaHum KstanmH donbwrr.
CnycTta ABaAuaTh IET NOCAE TOro, KaK ee NPU3HaM BUHOBHOM B YOUINCTBE YeTbipex CBOMX

neten, KatnnH ®onburr Bobiwna Ha ceoboay.

The science that unlocked a rare genetic mutation in the Folbiggs — and set Kathleen free By data journalist Catherine Hanrahan Posted Mon 5
Jun 2023 at 9:44pmMonday 5 Jun 2023 at 9:44pm, updated Tue 6 Jun 2023 at 3:09am
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[MToutn 10% MnageHueB, KOTOpbIE BHE3aANHO yMUpaoT B NepBbIv roq
XWU3HU, HecyT MyTauumu, BbidbiBawowmne LQTS, a yonMHEHHbIN
nHtepsan QT y HOBOPOXAEHHLIX YBENMYMBAET PUCK BHe3arHou
cmeptn. OuyeBuagHO, 4YTO 6€3 TreHeTU4ecKkoro TecTUPOBaHUS
MNageHel, BHE3aNHO YMEPLUUA B nepBble MecAubl XXU3HU, Bbin Obl
pacueHeH Kak crny4dan cuHapomMa BHe3arnHom OeTCKOU CMepTH.

«CuHOpOM 8He3arnHou demckolUu cmepmu» — 8He3arnHasi cMmepmb 6e3 suoumou
npPU4YuUHbl ¥y 8HeWHe 300po8o20 pebeHka e so3pacme Ao 1 200a 8 criy4ae,
Ko20a 8CKpbimue He ro3eoJisiem ycmaHo8Umb NpU4YuUHy JiemaJjibHO20 ucxooa.
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« C ogHOM CTOPOHLI, 3TO YycunueBaeT o0OOOCHOBaHME LUMPOKOro
pacrnpocTpaHeHns ckpuHuHra 3KI B nepBbI MECSAL, XKXN3HU C LENbio
BbisiBNeHns MnageHueB ¢ LQTS, koTtopble nogBepXeHbl PUCKY
CMEPTM B NEPBbIN rof XXN3HU UIN MO3XKeE;

« C Opyron CTOpPOHbI, 3TO NPU3bIB K OONbLUEr cAep>KaHHOCTU, Npexae
yeM npeanonaraTb, YTO MOBTOPSIOLIMECH BHe3anHble CMepTu B
MIlafeH4YecTBe Bcerga noapasymMeBatoT AeToyOuIncTBO.
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« KanbmogynuH npeacraBnsieT cobon 6erok, YyBCTBUTENbHbIN K
Kanbuuo N nepegarowmm curHarsbl, OH perynmupyet MHorne
KanbLunun-saBUCMMbIE MPOLECChbl U1 MOAYNUPYET (PYHKLUIO
HEeCKOJIbKMX MOHHbIX KaHasioB cepaua.

« CALM1, CALM2 n CALMS3 pacnosnoXxeHbl Ha pa3HbIX
XpOMOCOMaXx, UMEIT rOMOSOrn0 HYKITEOTUOHbIX
nocnegoBatenbHocTen 85% 1 rnpun aToM KOAUPYHOT MNOSTHOCTbIO
NOeHTUYHbIN 6enok kanbmoaynuH n3 149 aMMHOKNCIIOT.

* HecMoOTpsi Ha Takyto BbICOKYHO M30ObITOMHOCTb, OAHOrO MyTaHTHOIO
annensa n3 WecTun AocTaTodHO, YToObI Bbi3BaTb LQTS.
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~OCHOBHbIMU HacneaCcTBEeHHbIMU APUTMUAMU ABJIIAIOTCA.

* CUHOPOM yOJsIUHEeHHO20 uHmepeana QT - cambIl Yyacmblil, 3aTparnsaeT 1 u3
2500 yenoBek BO BCEM MUpE U ABNSETCA BPOXAEHHbLIM (MNU NPUOBPETEHHLIM)
3aboneBaHneMm

* CUHOPOM Kopomko2o uHmepeasia QT - BcTpeuyaeTcs peako, cuctemaTmyeckue
NONyNAUNOHHbLIE UCCNEeNoBaHUA OTCYTCTBYIOT, U pearnbHas pacnpocTpaHeHHOCTb
Hen3BecTHa

* KamexoJsilaMuHep2u4ecKasi nosiuMopghHas xesnyo0oykosasi maxukapousi
* cuHOpom bpyezada.

« OTu peakue 3aborneBaHMa 4YacTo SABMSAKTCA OCHOBHOM MPUYMHOW BHE3arnHoOW cepaeyvyHon
CMepTn y geTten u MonogbiX fogen U BO3HMKAKT B pesyrnbrate MyTauunu B HECKOSbKUX
reHax, KOQupyroLLmMX NOHHblIe KaHanbl Unn Benku, y4acTBYHOLLNE B UX PETYNSLNN.

» TleHeTnuyeckne gedekTbl NPUBOAAT K M3MEHEHMSIM MOHHbIX TOKOB, KOTOpble onpeaensor
MOPCOIOTUIO U MPOAOIMKUTENBHOCTL CEPAEYHOTO MoTeHLMana AeiCcTBIUS, U y NaUNEHTSET,
9TUMM HapylUeHUsAMU Yacmo Habsirodaromcss 06MOPOKU UJlu_onacHble OJisl < 3}}?
apummuyecKkue 3nu300bl. )
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c 1856 r., korga T. Meissner onucan BHe3amnHyw
CMepPTb [NIyXOM [OeBOYKM C 3nu3ogamMmm noTepu
CO3HaHus, OBa bpara KOTopon yMepsin BHE3anHo
Ha poHe cTpecca.

AHHAINBI APUTMONOT NN, Ne 4, 2005 C.7-17
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KnuHnyeckoe n anekTpokapauorpaduyeckoe ornucaHve cuHapoma
yaonunHeHHoro nHtepsarna QT obino onybnmkosaHo cnycts 100 net B
1957 rony AHTOHOM [XepBernsniom n ®pepom JlaHre HunbceHowm,
KOTOpble onucann 4YeTBepo AeTen OAHOUM CEeMbU, WMEHLLNX
BPOXOEHHYIO T[NyXOTY, 3Nn3o4bl CUHKOMNASIbHbIX COCTOAHUU, U Y
TPOMX HacTynuna BHe3anHaa cMepTb.

* [lpnyem, oba poantena He MMenn CUMNTOMOB, UMENN HOPMasbHYH
OKI 1 He nmenun npobrem co Ccryxom.
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« Bckope ntanbsHckun n npnaHgckmn neguatpbl C. Romano (1963)
n O. Ward (1964) Hesasucumo fpyr OT Apyra npencrasunu
HabnogeHne aHanorM4yHoro cuHgpoma, HO ©0e3 BpOXAEHHOU
rMyXoThl.

« C OTOro BpemMeHu BblOENAT OBE KNUHUYeckne dopMbl
HacneacteBeHHoro LQTS, Ha3BaHHble N0 hamMunnsm aBTOPOB:

» PomaHo-Yoppga (Romano—Ward) n
» [Ixepsenna—Jlanre—HunbceHa (Jervell-Lange—Nielsen).

* [louytn noneeka cnyctqa, B 1995 roay, Obilin onucaHbl OCHOBHbIE
reHbl, cBsizaHHble ¢ LQTS, n 3aboneBaHne 6bISI0 MPU3HAHO
HapyLeHNeM NOHHbLIX KaHanoB cepaua.
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« LQTS yvalLe Bcero HacneayeTcs Kak ayTOCOMHO-
OOMWHaAHTHOe 3aboneBaHne (CMHapom PomaHo-
Yopaa).

* HacneacTtBeHHbIE reHETUYECKME Bapuaumm B
OLHOM N3 TPEX OCHOBHbIX FEHOB
npegpacnonoxeHHoctn K LQTS nexaT B ocHOBe
3aboneBaHus npumepHo y 90% nauymeHToB, y
KOTOpPbIX Oblfa BbisiIBEHa NPUYNHHAA MyTaLus.
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“« Y naumenToB ¢ LQTS, cogepaLuMm BapnaHThbl
CALM1 , CALM2 vnn CALM3 (kogupyroLume
KanbmoaynuH 1, kanbMoagynnH 2 n KanbmoaynuH
3 COOTBETCTBEHHO), B paHHEM BO3pacTe
NOABMATCA CUMMNTOMbI C rMYyOOKUM YOASTMHEHUEM
nHTepsana QTc, 4TO MOXET CONPOBOXOATbCS
aTPUOBEHTPUKYNAPHON briokagon 2:1 1 BbICOKOW
npenpacnonoXeHHOCTLI0 K OCTaHOBKE cepaua u
BHe3anHon cMepTu
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HomeHknartypa 3youos IKI

R R - Bce nonoxurtenbHble 3youbl komnnekca QRS

Q — «-» 3ybeLl nepen nepsbiM R
S — «-» 3ybubl nocne R

PR
WHTEpPBan Q S

QRS
ANUTENbHOCTH

ST T
CermMeHTt ANUTENBHOCTD

QT

HHTEDPBan
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NHutepBan QT cnenyeT namepsTb
NPEeMMyLLECTBEHHO B OTBEAEHMUSIX
Il vnn V, rae gokasaHo, YTo OH
NMeeT HanbonbLLYIO NPOrHOCTUYECKYIO \
LlEHHOCTb

T wave

*  WHTepsan QT namepdaeTcsa ot Havyana
komnnekca QRS o koHua T-3y6ua.
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» TpagunumnoHHo, npu 3anucu IKI popmyna, npeanoxeHHasa basetTom,
NCNONb3YETCSA AN KOPPEKLUMN MPOOOITKNTENBHOCTN MHTEPBana B 3aBUCUMOCTH
OT YacTOTbl CeEpAEYHbIX COKpaLLEeHNI (QTc=QT/\/RR, BblpaXXeHHast B CEKyHAax).

* QTc pomxeH O6bITb Kopoye 0,45 ceKyHAbI

« XoT4a usmepeHue nHtepsana QT KaxeTca NpocTbiM, B MHOMOLLEHTPOBOM
nccnegosaHuu, nposegeHHoM Viskin et al., nokasaHo, 4to He 6onee 40%
Bpaden obLien npaktnku, He 6onee 50% kapanonoros n bonee 80%
crneumanmcToB No apUTMUSAM 3HanNM, Kak ero uaMepuThb!

« Bpauam xenatenbHO NPOBOAUTbL U3MEPEHUSI BPYUHYIO U HEe AOBEpPATb
aBTOMATU4ECKUM U3MEPEHUAM, KOTOPbIE MOTYT ObITb MNONE3HbI ANs APYrmxX
NHTEPBAaNoB, HO HETOYHbI NpKU pac4yeTe nHTepsana QT.
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Bazett’'s Formula
T
QTc = Q_
YRR
RR Interval
QRS
P T U

QT Interval

Br J Sports Med. 2009 ceHTa6pb; 43 (9): 657-662.
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“Teach The Tangent” []
_ RR Interval _
QRS
P I/T\i
QTc = QT QT Interval

YRR

Br J Sports Med. 2009 ceHTs6pb; 43 (9): 657-662.
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«Crnenyet umeTb B BUAY, YTO KpoMe BenmymHbl QTc, cneunduyeckne gaHHble O
3ybuax T u cermeHTe ST mMoryT gatb BHAMATENbHOMY Bpady NOACKAa3Ky O Hanm4mm
natonorn4yeckoro 3aboneBaHnsi, 0COOEHHO NPU HaANM4YMKM ansTepHaumin syoua T.
Taknm obpasom, SKIT HeoBXoaMMO KPUTUYECKM OLLlEHMBATL HE TOSMbKO MO ANVHE
nutepsana QT, QTc, Ho 1 No BHeLwHeMY BM1Ay Mopdonornm 3youos T u T/U.

Br J Sports Med. 2009 ceHTabpb; 43 (9): 657—662.
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Table 2 Lead-independent ECG measurements for boys (upper row) and girls (lower row): median (2nd percentile, 98th percentile)

BoazozpadcKuii Tocydapcmeennviii MeduuuncKuii Y nusepcumem
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Lead 0-1 months 1-3 months 3-6 months 6-12 months 1-3 years 3-5 years 5-8 years 8-12 years 12-16 years
Heart rate (beats . min—') 160 (129, 192) 152 (126, 187) 134 (112, 165) 128 (106, 194) 119 (97, 155) 98 (73, 123) 88 (62, 113) 78 (55, 101) 73 (48, 99)
155(136, 216) 154 (126, 200) 139 (122, 191) 134 (106, 187) 128 (95, 178) 101 (78, 124) 89 (68, 115) 80 (58, 110) 76 (54, 107)
P axis (%) 56 (13, 99) 52 (10, 73) 49 (—5, 70) 49 (9, 87) 48 (— 12, 78) 43(—13,69) 41 (— 54, 72) 39(—17,76) 40 (—24, 76)
52 (24, 80) 48 (20, 77) 51 (16, 80) 50 (14, 69) 47 (1, 90) 44 (—06, 90) 42(=13,77) 42 (=15, 82) 45(— 18,77
P duration (ms) 78 (64, 85) 79 (65, 98) 81 (64, 103) 80 (66, 96) 80 (63, 113) 87 (67, 102) 92 (73, 108) 98 (78, 117) 100 (82, 118)
79 (69, 106) 78 (62, 105) 78 (63, 106) 80 (64. 07) 83 (62, 104) 84 (66, 101) 89 (71, 107) 94 (75, 114) 98 (78, 122)
PR interval (ms) 99 (77, 120) 98 (85, 120) 106 (87, 134) 114 (82, 141) 118 (86, 151) 121 (98, 152) 129 (99, 160) 134 (105, 174) 139 (107, 178)
101 (91, 121) 99 (78, 133) 106 (84, 127) 109 (88, 133) 113 (78, 147) 123 (99, 153) 124 (92, 156) 129 (103, 163) 135 (106, 176)
QRS axis () 97 (75, 140) 87 (37, 138) 66 (— 6, 107) 68 (14, 122) 64(—4,118) 70(7, 112) 70 (—10, 112) 70(—=21, 114) 65(—=9,112)
110 (63, 155) 80 (39. 121) 70(17, 108) 67(1, 102) 69 (2, 121) 69 (3, 106) 74(27, 117) 66 (5, 117) 66 (5, 101)
QRS duration {ms) &7 (50, 85) 64 (52, 77} 66 (54, 85) 69 (52, 86) 71 (54, 88} 75 (58, 92} 80 (63, 98) 85 (67, 103} 91(78, 111)
67 (54, 79) 63 (48, 77) 64 (50, 78) 64 (52, 80) 68 (54, 85) 71 (58, 88) 77 (59, 95) 82 (66, 99) 87 (72, 106)
QTc interval (ms)* 413 (378. 448) 419 (396, 458) 422 (391, 453) 411(379. 449) 412 (383, 455) 412 (377, 448) 411 (371. 443) 411 (373, 440) 407 (362. 449)
420 (379, 462) 424 (381, 454) 114 (381, 446) 417(381,447)  415(388,442) 409 (375. 449)  410(365, 447) 414 (370, 457)

Rald values indicate that the 95% confidence intervals of the percentile estimates for boys and girls do not overlap.

*Corrected QT interval, according to Bazett’s formula: QTc=QT . 4 / % .
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LQTS

« BpoxageHHoe unu npuobpeteHHoe 3aboneBaHne, Bbi3biBaloLLEE
yonunHeHne nHtepsana QT (>450 mc).

NMPUNYUNHDLI:
« [eHeTndeckasa myTauua BnmaeT Ha KaHanbl Na n K.

« HapkoTuku, ranonepmgon, XMHUAWH, 3PUTPOMULMH N MHOTMNE
apyrue BewectBa (www.gtdrugs.org )

. SﬂeKTpOJ'II/ITHbIe HapyweHund , HanpmMmep rmnokasimeMma m
rmnokKasribumemMunA.

 bone3Hn mmokapaa
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Tabnuua 3. Onpenenenne QTc Ha OCHOBE BO3PACTHbIX U MOMOBbIX
KpUTEPUEB

[MNpoaonmKuTenbHbIN [MorpaHn4HbIN

KOHTPONbHbIN
pynna
QTc, cek QTc, cek aunanasoH, cek
[etn n
noapoCTKK (<15 >0,46 0.44-0.46 <0.44

ner)
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3KCTpaKap,qMa.l1bele nposAaBrieHndA CuHApoOMa yaliImHeHNA MHTepBaria QT

AyTOCOMHO-peLieccuBHbI cuHapom [kepsenna wn JlaHre-HunbceHa,
XapaKkTepusyLmnmnca CeHCOPHO-HEBPANbHOU [MYyXOTOM W BbICOKUM
apUTMNYECKUM PUCKOM

 CuHgpomMm TUMOTHM NpoABRAETCS MOSIMOPraHHOW ANCAYHKUNEN, BKITOYaS
NepenoHKN nanbueB pPyK W HOI BPOXAEHHble MNOPOKU cepaua,
NMMMYHOL4EULUNT, TMNOrMMKEMUNIO, KOTHUTUBHbLIE HapYyLLUEHUS 1 ayTU3M.
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KnunHuka LQTS

* [NaumeHtol LQTS moryt ocrtaBaTbCcA 6€3 CMMNTOMOB Ha MPOTSXKEHUU BCEW
XU3HN,

* Y OOnblWMHCTBA CUMNTOMATUYECKUX MNALUMEHTOB nepBblie apuTtMmMyeckmne
ABJNNEHNA BO3HUKAKOT B TEYEHUE MNMEPBLIX 20 NeT XN3HW,

B oTnnume OT MYX4YMH, XXEHLUUHblI OCTalTCSA B rpynne pucka Ha NpOTAXeHUU
BCEU XXU3HU

* OCHOBHbIMW  KIMMHUYECKUMWU  MPOSABIIEHUAMU  ABMISAIOTCA  CUMHKOMNAamNbHbIE
anu3opabl, octaHoBKa cepaua n BCC. OT1u ssiBneHna obycnosneHsl KT Torsades

de Pointes («nunpyaTHas»), KoTopas 4YacTo nepepoxpaerca B dubpunnaunto
XXenyao4vkos.

» Bo3HuMKHOBEHME UK OTCyTCTBMNE aAPUTMUNYHECKNX coObITUI y nauneHToB C
MyTaLlVIeVI, He rnpeackas3biBaeT, HTO MOXET I'IpOI/I3OI7ITI/I Y NX MOTOMKOB
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lUBapy, ¢ coaBT. B 1993 rogy NpeanoXunu
auarHoctunyeckne kputepun LQTS, KOoTopble OO0 CUX MOp
cnyxaT NyydlnuMm Kputepusimm anst KNMHULUCTOB.

* B nx mogenun kputepumn pasgeneHbsl Ha Tpu
OCHOBHbIE KaTeropum:.

-IKI
-KnnHuka
-AHaMHes3
 MakcumanbHbi bann — 9.




BoazozpadcKuii Tocydapcmeennviii MeduuuncKuii Y nusepcumem
Kagpeopa demcKux boresneii

MoaudunupoBanHbie THATHOCTHYECKHE KPUTEPUH
CHHIpPOMA yA/TMHeHHoro uHtepsaia QT
(Schwartz P. J., 1993)

JInarHocTUUeCcKHue KpHUTEPHH baniel

DnekTpokapauorpajuueckmue

1) KoppurupoBaHHas BelmurMHa uHTepsana Q7T
bonee 480 mc 3
460—470 Mc (y XKeHIIHH) 2
450 Mc (Y MY2KUMH) |

2) KT Ttuna «nupyst» 2

3) ansrepHaumd 3youa 7 1

4) 3a3y0peHHbIii 3y6ell T B TpexX OTBEACHUSIX 1

5) OpaguKapaus HUXKe BO3PACTHOH HOPMBbI 0

KnnHuueckue
1) CUHKOMAaNbHbIE COCTOSHUY:
CBSI3aHHBIE CO CTPECCOM 2
He CBSI3aHHbIE CO CTPECCOM |
2) BpOXIEHHasl IJIyXoTa 0

HacneacTtBeHHOCTD
1) moxa3aHHBIN Y KOTO-JTMO0 U3 YICHOB
cempn CYW QT 1
2) BHe3alHas cepaeyHas CMepThb B BO3pacTe
1o 30 jeT cpenu 6aMXKaiux poacTBeHHUKoB 0,5

AHHAJIbI APUTMOJIONMU, Ne 4, 2005

OueHka Bblle 3 yKasblBaeT Ha BbICOKY BepoAaTHOCTb LQTS.
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S ——
[lnpyaTHaa Taxmkapgus

Courtesy of Jason E. Roediger, CCT, CRAT

MupyaTHas Taxukapausa W3BECTHaA Kak
«torsade de pointes» nposaBnaeTca npwu
yanuHeHun nHtepsana QT He3aBMCUMO OT
3TMOMOrnN. 3710 nonumopdHas
XenyaoykoBasi Taxukapaousi BCneacteue
pe-aHTepw.

O6blvHO eMy npegwecTByeT naysa, 3a
KOoTOpoWn cnepyet aKcTpacucrona
(vHTepBan  KOPOTKUN-OSTMHHbBIN-KOPOTKUIN
RR)

OTO MOXeT npuBecTM K dGubpunnauum
XernyaodkoB M BHesanHou cmeptu. Ecnu
3TOr0 He NMpPoMCXoamT, Yy naumeHTa MOXEeT
BO3HMKHYTb TONMbKO OOMOPOK, a ecnu
9NMN304 KPaTKOBPEMEHHbIN, OH MOXET
oCTaTbCs He3aMeYeHHbIM.




TUN | Kanan | Odpext | Yacrora BKIr Tpurrepsl MNeHeTpaH-
LQTS THOCTb,

Exercise (68%)
Emotional Stress (14%)
Sleep, Repose (9%)
Others (19%)

Exercise (29%)
LATS2 K 25%-30% Emotional Stress (49%) 75%
Sleep, Repose (22%)

LQTST K l 30%-35% 62%

Exercise (4%2
Emotional Stress (12%) .
Sleep, Repose (64%) 90%

LQTS3 Na T 5%-10%
Others (20%)

Y naumeHTtoB ¢ LQTS1 0OblMHO HabntogarTcs anuM3odbl XXenyoaovykoBOW apuTtMun npu
dunanyeckon Harpyske mnu npu cumnartmyeckon ctumynaumm (68%). 3ybey T y atmx
NaUMEeHTOB 4YacTO WMEET LUMPOKOE OCHOBaHME U O04YeHb MPOAOIPKUTENBHYIO

npogomkmtensHocTb MNMnaBaHuMe, Kak BMA crnopTa, NPOTUBOMNOKA3aHO, TakK Kak Bbi3biBaET
aputmumio npu LQTS1




TUN | Kavan | Odbdpekt | YacTtora K™ Tpurrepsbl MeHeTpat-

LQTS THOCTb,
; Exerclisse (68%1)40/ )
motional Stress o
LQTS1 K l 30%-35% Sleep, Repose (9%) 62%

Others (19%)

Exercise (29%)
LQTS2 K 25%-30% Emotional Stress (49%) 75%
Sleep, Repose (22%)

Exercise (4%2
Emotional Stress (12%) .
Sleep, Repose (64%) 90%

LQTS3 Na T 5%-10%
Others (20%)

Y nauueHtoB ¢ LQTS2 xenygodkoBasi apuTMuA, Kak npaBusio, BO3HUKAET B OTBET Ha
aMouMoHarnbHbIM cTpecc (49%) nnu BHesanHble CryxoBble pasgpaxutenn (Hanpumep,
ByaunbHKK), pexe Bo BpeMsl cHa (22%) nnu dmsmndecknx ynpaxHeHnn (29%). XKeHwuHbl
B MNOCNepogoBOoM nepuoae ocobeHHO BochpuuMYmMBbl. PacdeTHas MEeHEeTPaHTHOCTb

coctasnseTr 79%; cnepoBatensHo, Ao 20% crydaeB MOryT UMeTb HegUarHOCTUYECKYHD H

OKT. 3ybeu T B LQTS2 0ObIMHO MMEET HU3KYID amMNAnTyay 1 pa3nBoeHHbIn, ¢ 3yduamu
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« HoBopoxaeHHbIM ¢ LQTS2, ocrioxXHeHHbIM AB-
brnokagon 2:1 MmoXXeT noTpeboBaThCS
MMMaHTauua KapgmoctTuMynstTopa ¢
Mcrnosfib3oBaHneM 3 -brnokaropa unm
MEKCUINETMHA
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AV-6nokaga «aBa K 0QHOMY» — pefKoe NposaBfieHne C MioXmumM NporHo30M, KOTopoe
MOXET MPOSABATLCS HA4YMHAsA C BHYTPUYTPOOHOIo nepruoaa B BUAE CTOMKOM Bpaankapaunu.
CoobLaeTcs, YTO YacToTa 3TOro OTKNOoHeHus coctasnseT 4-5% 1 cBA3aHa C BbICOKOW
CMEPTHOCTbIO, HECMOTPS Ha feyeHne beTta-b6rnokaropamun n/vnn KapanocTUMynsaTopamMu.




TWUN | Kawan | ekt | Yactora Kl Tpurrepsbl MeHeTpaH-
LTS THOCTb

Exercise (68%)
Emotional Stress (14%)
Sleep, Repose (9%)
Others (19%)

Exercise (29%)
LATS2 K 25%-30% Emotional Stress (49%) 75%
Sleep, Repose (22%)

LQTST K l 30%-35% 62%

Exercise (4%2
Emotional Stress (12%) .
Sleep, Repose (64%) 90%

LQTS3 Na T 5%-10%
Others (20%)

MauneHTbl ¢ LQTS3 nmetoT BonbLlUMi PUCK BO3HUKHOBEHUSA 3T0KA4YE€CTBEHHbBIX apuTMui
BO BpeMdA nokosi (cHa) wnu 6pagunkapaumn. [leHeTpaHTHOCTb MyTaumm reHa SCNSA
coctaBnder nodutm 90%. OKI npu LQTS3 06blMHO MoOKasblBaeT 3agepXXaHHbIN
3a0CTpeHHbIN 3ybel, T 1 No3BONSEeT YeTKO HabnogaTb yanuHeHne cermeHta ST. Y aTtux
NauMeHToB OObIYHO MeHblle CMMMNTOMOB, YeM Y naumeHtoB ¢ LQTS1 mnn LQTS2, HO o
cobbITMSA 06bIYHO Bonee netarnbHbl. 59




BoarzozpadcKuii Tocydapcmeenuviii MeduuuncKuii Ynueepcumem
Kagpedopa demcKux boreaneii

* Y nauuneHTtoB ¢ LQTS moryt HabnogaTbes
MHOXXeCTBEHHble U3MeHeHus 3ybua T:
YyepenoBaHWe NONAPHOCTU, Bapuauum

i 4N Y aMmnnnTyabl, 3a3yOpuHbl N ABYXEa3HOCTb.

R | » AnbTrepHupytowme 3ybubl T onpegenstoTcs

/ N Kak U3MeHeHne amnnnTyabl, Mopdoonornm m

Y
iR

|

=

/ \\ nonsipHocTu 3ybua T cMHYCOBOro puTma no
b"{/\' . Kakaomy yaapy 6e3 MaMeHeHul B KOMMreKkce

U QRS.
W#\ «  OTO MHOMKATOP 3NEKTPUYECKON

HecTabuNbHOCTU, OTpaXXaroLLni
pervoHarnbHyK OMUCrnepcuio penosisipnsaunm
Xenyaovkos, 1 MHorga nNpeaLwecTBY LI
GMbprNnaLMn XKenyaoyKkos.

i)
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“+ bpagukapousa nnoga MoxeT ObiTb OOHUM U3 NEPBbLIX KITMHUYECKNX
nposieneHnn LQTS. PeTpocnekTnBHblE MUCcnegoBaHUA nokasanwu,
yto Ao 70% nauueHToB c aAmarHo3om LQTS B aerctBe MMmeloT B
aHaMHe3e Dpagukapauto, 0ObIMHO COMPOBOXKAAKLLYIOCS BOASIHKOMN
nnoga. OueHka penonspusaumn cepgua nnoga mexagy 14 mn 39
HegensiMu nonesHa Ans paHHen gnarHoctmkm LQTS.

 [lpu nogo3peHnn Ha 3aboneBaHne, amMHMoUeHTe3 rnocne 16
Heaenb 6epeMeHHOCTM MOXET ObITb MOMe3eH Ansl YyCTaHOBMNEHUS
anarHo3sa, KOTopbIv NErko NocTaBUTb, €CNU N3BECTHO, YTO OAUNH U3
poauTenen sIBNSIETCA HOCUTENEM OnpeaeneHHoONn MyTauun.
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~9 .
| AHaMHes

« CeMenHbIN n/unn nepcoHaribHbIn aHaMHe3 BHe3arHou
CMEPTUN UMEET peLlatolLee 3Ha4YeHMe Kak ans
OVNarHoCTUKKU, Tak 1 ansa ctpatmdukaumm pucka LQTS.
Kpome Toro, nposoumpyrowme aktopbl U KOHTEKCT
obmMopoka MoryT ykasbiBaTtb Ha noatun LQTS. Mpwu
nepBoHa4anbLHOW OLIEHKE MNogo3peBaemMoro cryyas
cnegyeT NUCKIMIYMTL UCMNOoNb3oBaHMe npenaparTos,
KOTOpble MOryT yanuHATb nHTepBan QT.
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" N
[loka3aHua kK XM y neten

Huaukaims Yactora Ilpouent [%]
CepaueoueHue 58 30,7
AnomanbHas KT B 12 oTBeaeHusX 58 30,7
o6MoOpoK 24 12,7
Bons B rpyau 13 69
ApuTMHuA NIoC/ie cepAeyHOro BMellaTenbcTBa 13 6,9
UBC c aputmueit 7 37
HenepeHocuMocTb GHU3UYECKHUX yIPaXKHEHHUH 6 3.2
Inunencus 4 21
@eTanbHag apUTMHA 3 1,6
Kapauomuonatusa 3 1.6

O6umi 189 100
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« XonTepoBcKoe nccrnegoBaHne obecneymBaeT NosHy, AMHAMNUYECKYHO
oueHky uHtepsana QT. N3peaka pernctpupyroTcst CrOHTaHHbIE 3anM304bl
B6eccMMnTOMHON Xenyao4KoBON apUTMUK, a Takke ann3onbl ANChYyHKLNN

CUHYCOBOrO y3na unu AV-bnokagbl.

OUMHAMWKA MHTEPBAITA QT

OTmeuyeHO yanuHeHwe wHTepeana QT:

* QT KoppurupoBaHHbii > nopora (0.44 cek): Becero eoissneHo 33 anuzogoe obwei npoaomkuTensHocThio 33:00, Makc.
NPOAC/MUTENBHOCTE 3NMM30A0B 3a Yac 10:45(M:c) ¢ 15:00 go 16:00 MakcumanbHaa NpoacmXMTENBHOCTE MHTEpBana
QT=0.41cek. B 6:56:42(4CC=57 ya/muH. QTc=0.44 cek.). MakcumanbHbii QTc=0.50cek. B 6:23:53.

lNepuoace yrkopodyeHua MHTepeana T He BbiABMEHO.

CpenHecyTodHaa AnuTensHoOCTE MHTepeanos: QT=0.34cek., QTc=0.41cex.

CpeaHecyTouHbld KoaddUuumMeHT nuHeHoW perpeccum (Slope) QT/RR paeex 0.19 (Hopma 0.13-0.24). Apantauma QT K
YCC B HOpMe.

CpenHenHesHoW koadduumreHT nuHelHoi perpeccnn (Slope) QT/RR paeen 0.20

CpenHeHouHoW Ko3(duLKMeHT nuHenHon perpeccun (Slope) QT/RR paeen 0.11




BoarzozpadcKuii Tocydapcmeenuviii MeduuuncKuii Ynueepcumem
Kageopa demcKux boreaneii

« XontepoBckoe MoHuTOopupoBaHue OSKI obnagaer HU3KOU

YYBCTBUTENBHOCTLIO AN WCKIOYEeHUs YyANMHEeHUSA WHTepBana
QTc.

« CneundunyHoCTb HegocTaToyHa, YTOOLI rapaHTUpoBaTh
NCKIIOYUTESIbHOE NCnorb3oBaHne XOosTepoBCKOro

MoHUTOpUpoBaHna AKIT Ans AnarHOCTUKU YANUHEHUS NHTepBana
QT.

« Cnepnyet cobntogaTb OCTOPOXHOCTb MPU UCMNOMb30BaHMM 3arnuncu
no XonTepy UCKMYUTENBHO AN HTepnpeTaumm QTc.

Ann Noninvasive Electrocardiol. 2022 Jan; 27(1): Published online 2021 Oct 24. doi: 10.1111/anec.12899
QTc interval on 24-hour holter monitor: To trust or not to trust?
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* CTpecc-TecCT C ynpaxxHeHnsIMun

 [MTaumeHTbl ¢ LQTS He MoryT gocTuyb
MaKCMMarnbHOM OXXMOaeMon YacToTbl CepaeYHbIX
COKpaLLIeHMN, pacCYUTaHHOW B 3aBUCMMOCTU OT
Bo3pacTa. Kpome Toro, npu Harpyske nHtepsarn
QT MOXeT NposABNATbL NapagokcanbHoe
noBeaeHne, YBENMYNBASICb, 8 HE YMEHbLLIAsICh.
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- ['eHeTn4YeCcKnn CKPUHUHT

B nocnegHue roabl reHeTnyeckme ncenegosaHna B LQTS
orpaHn4YnBanncb nccriegoBaTenbCkMMn nadbopatopmamu. Tem He
MeHee, MHJopMauns, nosiydeHHas B pesynbrate aTux ycunum,
OKasanacb 4Ype3Bbli4anHO Morie3Hon And NeYeHns naumneHToBs,
0COBEHHO CrlyyaeB BbICOKOIo pucka. Bo3aMOXXHO, OCHOBHbIM
NPUMEHEHNEM CKPUHUHIA ABMAETCHA reHeTn4yeckoe
KOHCYINbTUPOBaHUE, HO OH TaKXXe MMeEeT BaXKHble NMocreacTBns U B
NeYeHnn, KOTopoe MOXET BbiTb OPUEHTUPOBAHO B 3aBUCMMOCTHU OT
NopaKeHHOro KaHana.
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CvHOpoM yanvHeHHoro nHtepsana QT crnedyeT paccmaTtpuBaTh Kak rpynmny BbICOKOTO pUcKa, eCriv OH CBSI3aH Co
crnenyroLmm:

1. BpoxgeHHagqa rnyxota (cuHgpom [bxkepsenna-JlaHre-HuneceHa).

2. Peunansupytowime ob6MOpoKn BCreacTemne 3rokadecTBEHHOM XKenyao4KkoBomn
TaxvapuTMmun,

3. CemenHbI aHaMHe3 BHe3anHOn CMepTu.
4. QTc>500 mc.

5. ATpMoBEHTPUKYNsipHasa brnokaga 2:1.

6. OnekTpuyeckmne anstepHaumm syoua T.

7. leHotun LQTSS3.
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| JleueHue

1. N3beraTb npuema meaukameHTOB, CNOCOOCTBYIOWMX YONUHEHMUIO
nHtepsana QT (www.crediblemeds.org).

2. KoppektupoBartb HapyLweHns 9NEeKTPONINTHOIo banaHca
(rMnokanuemuio, runoMarHMEMuUIo, TUMoKanbUMEMUNKD), KOTOpPble
MOryT pa3BmBaTbCs Ha OOHE AMapen, pBOTbI UM MEeTabOoNTNYECKNX
HapyLLEHNH.

3. UN3beratb cneuuduyecknx TpuUIrepoB aputMmum (akTUBHOE
nnaBsaHuMe, ocobeHHO npu 1-M TunNe cuHOpoma YOASIMHEHHOrO
nutepsana QT, n Bo3gencTBME TPOMKMX 3BYKOB MNpuU 2-M TuUMe
3abonesaHus).
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JleueHune

« beTa-6rnokaropbl ABNAOTCA npenaparaMmm NepBon NNHUKU NIEYEHNS
LQTS, n BCe naymeHTbl OOMMKHbI Nony4vaTb UX B Ka4YecTse
HayanbHOW Tepanuu.

* OHK 0D0ecneunBalOT CHUXKEHME pUCKa cepaedHO-COCYaNCTbIX
cobbiTnn 0o 64% 100 n 0cobeHHO 3(PAPEKTMBHBI Y NALUEHTOB C
MyTauusamm kaHana | (LQTS1)
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JleueHue

» beTta-Onokatopbl n3MeHsOT He UHTepBan QT, a ero aucnepcuio.
XoTs 3Tu npenapartbl CHUXalOT YacTOTy BO3HMKHOBEHUS
OCIOXXHEeHUN, bbino nokasaHo, Yto Y 10% nauueHToB ¢ LQTS1, y
23% c LQTS2 ny 32% c LQTS3 byayT Habntogatbca cepaeyHo-
COCYOUCTbIE CUMMNTOMbI, HECMOTPS Ha NIEYEHME.

« CoBMEeCTHOE MCnosb3oBaHME MMMITAHTUPYEMOro KapauosepTepa-
nedundpunnatopa (MKLO) n 6eta-6rnokatopoB CyLIECTBEHHO
CHW)KaeT 4YacToTy BHe3anHou cMepTtu. APUTMUYECKUIA LLUTOPM
saBnsaeTcs ocrnoxHeHnem Tepanuu ClrlA0a.
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| JleyeHne

« [loGaBKkM kanusa n npenaparbl, NOBbILLIAOLLNE Er0
OOCTYMHOCTb

« [lobaBku kanua n/unun kanuncbeperarowine rnpenaparbl, Takme Kak
CNUPOHONAKTOH, ykopaynsatT uHTepsan QTc B 24% cny4yaes.
[MpenapaTtbl, cnocobCcTBYOWME OTKPLITUIO KarnmneBbiX KaHamnos,
Takne Kak anpukanum, rieBkpomMmakanum, HUKopaHaun u
NnHaunaun, nokasanu ceoro adpekTUBHOCTL Npu fievyeHnn LQTS.

MoaTunbl, NPU KOTOPbIX OHW MPUHOCAT 0COBYIO NOMb3y — 3TO
LQTS1 n LQTS2.
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ApUTMUN Y OeTeu

|«f7|  He Tpebyet neveHus Tpebyet neuerus

CuHycoBasi apUTMms [NapokcuamanbHas
CynpaBeHTPUKYNsipHas
Taxnkapams

Ml/ll'paLl,l/IFI BOOANTENA PUTMA

OpvHo4HblE NpeacepaHble

9KCTPacuCTOsbI
OauvHo4Hble XenyaodkoBble | [apokcuamanbHas
9KCTPacuCTOnbI XenyaoodkoBasi Taxmkapaus
| cTeneHb av-6nokagbl Il cTeneHb av-bnokaabl ¢

CUMNTOMATUKOWN
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[locneonepauMoOHHble APUTMUN

MexaHnam apmutmum rnocrie onepaumm no nosogy BINC obycnosneH
aHaTOMMYECKUM OedEKTOM U XUPYPruiyeckmum pyoLom.

» [locne onepauun no nosoay BI1C y ogHoro n Toro e nayueHTta
MOXXET OQHOBPEMEHHO BO3HMKATb HaXKenyao4ykoBas U
XKenygo4ykoBasa apuUTMumS.

* CnoHTaHHOE NCYE3HOBEHME 3ATUX apPUTMUN MANTIOBEPOATHO U
crieqyeTt HadynHaTb NpueM aHTUapUTMUYECKUX rnpenapaToB nocrie
TLATENbHOM OLEHKN PYHKLMM cepaua

» Journal of Arrhythmia. 2022;38:833-973.
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[locneonepaunoOHHbIe APUTMUN

* vy 12% naumeHTOB C nocreonepaunoHHon TO MOXET pasBUTLCS
KT, ny 8% naumeHToB 3TO NPMBESIO K BHE3ArNHOW cepaeyHon
CMepTU B TeyeHune 21 roga HabnogeHus.

* [3 -bnokaTopbl peKOMEHOYKTCA NaLMeHTam C Nerkumm
cumMmnTomamm, ceasaHHbiMu ¢ XKT, HO KaTeTepHas abnauma gormkHa
paccMmaTpmBaTbCsa 4S9 NAUMEHTOB C TAXeNbIMU CUMATOMaMN U
yctonymson XT.

Journal of Arrhythmia. 2022;38:833-973.
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K achedna demerxiyr hoaezareii

ApUTMUUN NPU BUPYCHbIX UHGEeKUUNAX

MNoBpexneHne kKapaMOMUOLUTOB NMoBpexaeHne UOHHLIX KaHaroB

-Dengue -Coxsackie B

-Chikungunya -Adenovirus

-Zika -HIV

-SARS-CoV-2

-Coxsackie B

. Adenovirs NoBpexpeHne aHaoTenus

-HIV -HHV-6B

-Influenza A -Parvovirus B19

-HHV6-A -EBV Journal of Interventional Cardiac Electrophysiology
-EBV https://doi.org/10.1007/s10840-023-01525-9 2024

-CMV
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ApUTMUU NPU BUPYCHbIX UHEeKUUNAX

SARS-CoV-2 — I, KT, CT
[punn — XA, ©l1, AB-bnokaga, mmokapauT

ApeHoBupyc — XA, ydacTteyeT B pa3BUTUN MMOKapauTa u
OKMI.

[TapeoBupyc - XA
BetpsaHasa ocna, KpacHyxa, LIMB — AB-bnokaga, ©XK

(HeBaKUMHMPOBAHHLIE — rpynrna BbICOKOro puckal)

Journal of Interventional Cardiac Electrophysiology
https://doi.org/10.1007/s10840-023-01525-9 2024
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