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Pesiome

Beepenue. OgHOM M3 NPUYMH BHE3AMHOW CEPAEYHON CMEepPTU AeTel ABNSKOTCS HacneACcTBEHHble apuTMuu. C y4eToM CBS3M NOBbILLe-
HWS TeMMepaTypbl Tena ¢ MaHndecTaumen HeKOTOPbIX HACIeACTBEHHbIX HApYLUEHWIA CepAEYHOrO pUTMa (BKTHOYAS TUMMYHbIE SneK-
Tpokapamorpaduyeckne nsmMeHeH1s) NPOBEAEH aHANN3 YACTOTbl HACNEACTBEHHbIX HAPYLUEHUIA PUTMa CepaLa Y AeTer C MHPEKLMOH-
HbIMK 3a60neBaHUAMMU.

AKTyanbHOCTb UccnepoBaHusi 00ycnoBneHa Heobx0AMMOCTbO CBOEBPEMEHHOW AMArHOCTMKM HACIEeACTBEHHbIX HApyLIeHWi puTMa
cepaLa M MpOBOAMMOCTM y AeTel C Lenbio NPO@UAAKTUKK Y HUX BHE3aNHOW CepAeYHOn CMepTu.

Llenb HacTosLero McCIenoBaHus: ONpeaenuTb YacToTy HACNeACTBEHHbIX HAPYLWeHMI puUTMa cepaua y neTen C MHDEKLMOHHbIMKU
3a001eBaHMAMM Ha OCHOBAHUM KNUMHUKO-3NEKTPOKapAMOrpaduyeckoro aHanmsa.

Matepuanbl u MeToapl: NpoBefeH aHanu3 3584 anekTpokapauorpamm Aeteit (cpegHuii BospacT 8,5 £ 5,3 net, U3 HMX Manbymku
coctaenanu 57,5%, nesoukn - 42,5%), rocnutanunsnpoBaHHbix B MeaepanbHoe rocyaapcTeeHHoe 6oaxeTHoe yupexaeHue «[leTckmin
HaYYHO-KNMHUYECKMIA LEHTP MHDEKLMOHHbIX BonesHelt MeaepanbHOro Meanko-61onornyeckoro areHTCTax. [Npu BbiSBAEHUM U3Me-
HEHWIA, XapakKTepHbIX ANS HAaCNeACTBEHHbIX apuTMUIA, NPOBOAMNOCL 06CNef0BaHMe B 3aBUCMMOCTM OT NPeAnonaraeMoro AMarHo3a
(cyTouHoe XontepoBckoe MoHUTOpMpoBaHue KT, BenospromeTpus, 3xokapamorpadus). Takke YTOUHANCS CeMelHbIi aHaMHe3, aHa-
nusmposannce JKI poautenei. [lnarHo3 ycTtaHaBAMBaNCS Ha OCHOBAHWM OBLLENPUHATLIX AMATHOCTUYECKMX KPUTEPUEB.

Pesynbrathl uccnenoBaHus u 3aknitoueHue. VI3MeHeHns 31eKTpoKapaMOorpaMMmbl, XapakTepHele ang cuHapoma bpyraga (I tvn), Bnep-
Bble Oblnu BbIsiBNeHbl Y ABYX AeTei (0,05%), cMHAPOM yaanHeHHOro nHTepsana QT AMarHoCTMpOoBaH Takxke y AByx nauuenTtos (0,05%).
[pu NpoBeaeHNU MONEKYNSPHO-TeHETUYECKOro UccnefoBaHus Obinn aeHTMdULMpoBaHbl MyTaumm B reHax SCN5SA, KCNQ1.Y oaHoi
[E€BOYKM 5 NeT C aTproBEHTPUKYNSPHOM Bnokaaow | ctenenn, runoagantaument nHtepeana QT HOYbKO MpKM MOBTOPHOM NPOBEAEHWUM
XONTEPOBCKOr0 MOHUTOPUPOBAHMS 3N1EKTPOKAPAMOrpaMMbl B MEPUOL, CHA 3aperncTpMpoBaH 3n1304 MOHOMOPGhHOM Xenyao4KoBOM
Taxukapamu. Cnyyam Kn3HeyrpoXatoLmMX enyaouKoBbiX apuTMmiA paHee BbliM ONUCaHbl B MTepaType y NalMEeHTOB C CMHAPOMOM
Bpyraga. MoBbileHye TeMnepaTtypbl Tena NpUBOAMUT K HapyLUeHU0 PaboTbl MOHHbIX HAaTPUEBbIX KaHAOB, NEXaLlMX B OCHOBE pas-
BUTUS BblLLEYKA3aHHOIO CMHAPOMA, TeM CaMbIM, C OOHOM CTOPOHbI, MOBbILIAS PUCK PA3BUTUS XXM3HEYTPOXAIOLLMX aPUTMUIA 1 BHe3an-
HOWM CepAeyHoM CMepTH, C APYroi CTOPOHbI, MPUBOASA K KAMHWYECKOM MaHubecTauum 3abonesanus, No3BoNsSS BOBPEMS MOCTaBUTb
[unarHo3. B ciyyae HacneLcTBeHHOrO CUHAPOMA YAMHEHHOrO MHTepBana QT B HalleM UCCNefoBaHUM YBENUYEHWE KOPPUTUPOBAH-
Horo uHTepeana QT (QTc), ckopee Bcero, 06ycNOBNEHO He MPSIMbIM BAMSIHUEM MOBbILLEHWS TeMNepaTypbl TeNa Ha MOHHbIE KaHasbl, a
M3MeHeHWeM (MOBbILLEHWNEM) YACTOTbl CEPAEYHbIX COKPALLEHMIA.

KnioueBble cfioBa: HaC/NeACTBEHHbIE APWUTMMM, CMHLAPOM YyAAMHEHHOTO MHTepBana QT, cuuapom bpyraga, 6onesHb JleBa -
NeHerpa, HbEKLMOHHbIE 3a601eBaHMS, IMXOPa/Ka, IeTW, BHE3AMNHAsA cepaedHas CMepThb
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Abstract

Introduction. One of the causes of sudden cardiac death in children is inherited arrhythmias. In view of the links between the
increase in body temperature and the manifestation of some inherited cardiac arrhythmias (including typical electrocardiographic
changes), the frequency of inherited cardiac arrhythmias in children with infectious diseases have been analyzed.

The relevance of the study: is initiated by the necessity of timely diagnosis of inherited cardiac arrhythmias and conduction in
children in order to prevent sudden cardiac death in them.
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The purpose of the study: to determine the frequency of inherited arrhythmias in children with infectious diseases based on
clinical and electrocardiographic analysis.

Materials and methods: 3584 electrocardiograms (ECGs) of children with infectious diseases (average age 8.5 * 5.3 years old;
boys - 57.5%, girls - 42.5%) hospitalized in the Pediatric Research and Clinical Center for Infectious Diseases were analyzed.
Patients with changes in the ECGs were given additional examination depending on the intended diagnosis (inherited arrhyth-
mias): 24-Hour Holter ECG monitoring, stress test, echocardiography. The family history was also clarified, and the parents’ ECG was
analyzed.

Results and conclusions. ECG changes, which are typical for Brugada syndrome (type 1), were detected in two children (0.05%) at
first. Long QT syndrome was also detected in two children (0,05%). Mutations in the SCN5A gene were identified in children with
Brugada syndrome, and in the KCNQ1 gene with long QT syndrome. An episode of monomorphic ventricular tachycardia was
recorded at night in a 5-year-old girl with atrioventricular block 1 degree, hypoadaptation of the QT interval with repeated Holter
ECG monitoring during sleep. Cases of life-threatening ventricular arrhythmias have previously been described in the literature in
patients with Brugada syndrome. An increase in body temperature leads to disruption of the sodium ion channels which underlie
the development of this syndrome, thereby, on the one hand, increasing the risk of life-threatening arrhythmias and sudden car-
diac death, on the other hand, to the clinical manifestation of the disease, allowing the diagnosis to be made in time. In the cases
of long QT syndrome, in our study, the increase in the corrected QT interval (QTc) is most likely due to a change in heart rate
rather than a direct effect of an increase in body temperature on the ion channels.

Keywords: inherited arrhythmias, long QT syndrome, Brugada syndrome, infectious diseases, fever, children, sudden cardiac death
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BBEOEHUE

HecMmoTps Ha [OCTMXKEHWS COBPEMEHHOW MeaWLMHbI,
BK/IHOYAs Kapamonoruio, npobnema BHezanHoi cmeptn (BC)
0CTaeTCs aKTyanbHOW, NpMBIEKas BHMMaHWe Cneumanncros
NpakTU4ecku BCex cneumanbHocTeil. BHesanHas ceppeyHas
cmepTb (BCC) cocrasnget ot 50 go 90% Bcex cnyyaes BC[1, 2].
CornacHo HaHHbIM MHOTOYUCIEHHbBIX MEXAYHAPOAHbIX ncce-
nosaHui, BCC cpeaun petent cocrasnset 0,7-6,4 cnyvaeB Ha
100 000 HaceneHus [3-6], cpeau nML, MONOAOrO BO3pacTa
(35 nert, nckntoyas geten) — 1-2% Bcex ciyyaes cMeptu [7].
OpHa M3 MNpWYMH BHE3anmHOM Cepae4yHOM CMepTu aeTen
(BCQ) - HacnencTBeHHblE apUTMUK. YCTAaHOBNEHO, YTO OCHOB-
HbIM MexaHn3MoM BC B MonogoM BO3pacTe SBASETCS HapyLue-
HMe pUTMa cepiua C pasBuTreM GUOPUNNALMK XKeNyaoUKOB
WM aCUCTONMM, OLHAKO MOPdONOTNYECKME AMArHOCTUYECKME
KpUTEPUM HACTYNNEHUS CMEPTM B TakuMX CAyyasx Hecneum-
®UYHbI, M cynebHO-MeaULMHCKMIA IKCNepT HE MOXET CTaBWTb
HapylleHe puTMa Kak npuunHy cMeptn 6e3 Hanunums KT,
cHATOM nepepn, ee Hactynnenuem [8]. COrnacHo pasnnyHbiM
NCCNefoBaHUIM, Y BHE3AMHO yMepLIMX AuL, Monoxe 35 net
NPUYMHA CMEPTU MOXKET OCTaTbCs HEBbISICHEHHON B 27-29%
cnyyaes [9], n npubnusutensHo y 50% n3 Hux OyneT uMeTb
MeCTO HaCNeACTBEHHbIM apUTMUYECKMIA CUHAPOM, BK/IOYas
CMHAPOM yasIMHeHHoro nHTepsana QT, cuHapom bpyraga [10,
p.223-242]. CnenoBatenbHO, NyTb K NEPBMYHON NPODUNAKTH-
ke BCC - cBoeBpeMeHHas [OMArHOCTMKA HaCeACTBEHHbIX
aputMuii. OOHUM U3 PYTUHHBIX METOAOB, NO3BONSIOLLMX Bbisi-
BUTb W3MEHEHMWS, XapaKTepHble ANn8 AaHHbIX CUMHAPOMOB,
ABNSETCS CTaHAapTHas 12-kaHanbHas 3nekTpokapauorpadus
(9KT). OgHako Hanuuue KTy geteit n NOLPOCTKOB C Hacnesn-
CTBEHHBIMW apPUTMUAMMU HE 03HAYaeT CBOEBPEMEHHYIO NOCTa-
HOBKY AMarHo3a, YTo MoXeT HbiTb 06YCNOBNEHO KaK CIOXHO-
CTSIMM, CBSI3aHHBIMU C ee NPaBUIbHON MHTepnpeTauuei neam-
atpamu [11], Tak U OTCYTCTBMEM XAPAKTEPHbIX AN AAHHBIX
CMHOPOMOB M3MeHeHui Ha JKI B coctosHum nokos [12].

CywiecTByeT M CBfi3b HACNEACTBEHHbIX apUTMMIA U
uHdekuun? [lokasaHa CBS3b psfaa HaCNenCTBEHHbIX apuT-
Muii ¢ bebpunbHOM TemnepaTypoi Tena. lMepsoe coobueHne
0 BO3HWKHOBEHWMU OUOPUANALMM XKENYAOUYKOB Ha dOHe
hebpunbHOM TeMnepaTtypbl Tena y 601bHOr0 C CMHAPOMOM
Bpyrapga 6bino onybnukosaHo B 2000 r. [13]. B nocnenyto-
LeM NoSIBUANCh OMMCAHUS Cly4aeB BO3HUKHOBEHMS XMU3He-
YrpOXaoLLMX XKENYLOYKOBbIX HAPYLWEHUH pUTMa cepaLa Ha
hoHe dhebpunbHOI TeMnepaTypbl Tena y 60/bHbIX HE TObKO
cuHppomom bpyraga [14], HO CMHAPOMOM YAJMHEHHOIO
nHtepeana QT (LQT2) [15]. MNoka3aHo ee BAMSHWE HA NOTEH-
LMan-3aBuCKMble Kanmesble KaHabl: MPOUCXOLUT CHUKEHNE
l¢» YTO NPUBOAMT K yAnMHeHUo nHTepsana QT, ocobeHHo B
ycnoBuax rmnokannemmn [16]. HecMoTps Ha MHOrouncneH-
Hble Hay4Hble Ny6anKaLum, NOCBALLEHHbIE HACTeACTBEHHbIM
AapUTMMUAM U CBA3M UX C debpunbHOM TemnepaTypon Tena,
MCCNeaoBaHums, KacalLwmecs onpeaeneHns 4actoTbl Xapak-
TEPHbIX NS AAHHbIX CMHAPOMOB JKI-naTTepHOB y AeTel Ha
(hOoHe NMX0opaaKu, He BCTPeYanmCh.

B 2013 r. A. Adler et al. BnepBble onpenenunu 4acroty
JKI-n3MeHeHui, xapakTepHblXx ANns cuHapoma bpyraga y
1311 B3poC/bIX 60/bHbIX, TOCAUTANN3UPOBAHHbIX B CTALLMOHAP.
MauneHToB pasfenunu Ha [ABe rpynnbl B 33aBUCUMOCTM OT
Hanmums (1) nnm otcyTcTBums (2) y HuX hebpunbHoM TeMnepaTy-
pbl Tena Ha MoMeHT cHaTus IKI. B uccnepoBaHmm 66110 noka-
3aHo, 4to JDKI-natTepH cuHapoma bpyraga B 1-# rpynne BbisiB-
NANCs LOCTOBEPHO Yallle, YeM BO BTOPOMW. [locne AanbHenLwero
06cnenoBaHms 60MbHbIM C BbIBNEHHbIMU DKI-M3MEHEHMAMM
6blN1 yCTaHOBNEH AMArHo3 «cMHapom bpyraga».CBoeBpemMeHHOe
(00 pazBuTMS (baTanbHbIX COObLITUIA) BbISBNEHWE HACIEACTBEH-
HbIX apUTMUKI NO3BONSET MPOBOAUTL NEPBUYHYIO MPODUNAKTU-
Ky BHE3aMHOM CepaeYHOM CMepTU Y 3TUX NaALMEHTOB.

@PebpwunbHas TeMnepaTtypa Tena — LONOAHUTENbHBIN NYTb
K MOMCKY MauUMEHTOB C HACNeACTBEHHbIMW HApyLIEHUSIMM
puTMa cepaua. YunTbiBas, YTo MHPEKLMOHHbIE 3a60neBaHuns
OTHOCATCA K Yncny Hanbonee pacnpocTpaHeHHbIx 3abonesa-
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HWM CpeamM HaceneHns, B TOM YUC/IE U Cpeam AeTen, U MHpek-
UMM COMPOBOXAAKTCA MOBbILEHWEM TeMnepaTypbl Tena,
nosABASETCA AOMNOJHUTENbHAS BO3MOXHOCTb BbISBIEHUS
6O0NbHbIX HACNEACTBEHHbIMM apUTMUAMM. Bce BbllleckasaH-
HOe No3BoMI0 060CHOBATb aKTyaNbHOCTb AAHHOMO Mcce-
[10BaH1s U CHOPMYNMPOBAThL €ro LIefb.

Llenb HacTosWEro MCCIeaoBaH1s — ONpeaennTb 4acToTy
HaCNeACTBEHHbIX HapyleHWi pwuTMa cepiua y [feTei ¢
MHOEKLMOHHBIMU 3a60/1eBaHMAMM HA OCHOBAHMM KIMHMKO-
3NeKTpoKapaMorpaduyeckoro aHanusa.

MATEPUAJIbl U METObl UCCJIELOBAHUA

MpoaHanusnpoBaHo 3584 anekTpokapanorpamm aetei ¢
MHMEKUMOHHbIMK 3ab0neBaHNIMM (CpeaHMIA BO3pacCT COCTa-
Bun 8,5 * 5,3 ropa; mManbunkn - 57,5%, nesoukn - 42,5%),
rocnutannsmpoBaHHbix B ®IBY «HKLUWME ®OMBA Poccums.
C uenbl AMArHOCTUKM CMHAPOMA YANMHEHHOro (KOPOTKOrO)
nHTepeana QT ocoboe BHMMaHWe yoensnoCb onpeneneHunto
KoppurmpoBaHHoro uHTepsana QT (QTc) no popmyne bazetTa,
cuHapoma bpyrama - no oueHke cermeHnTa ST B mpaBbIX npe-
KOpAManbHbIX OTBEAEHUAX M MPOLOMKUTENBHOCTM MHTEPBAna
PQ (PR), 6onesHu JleBa - JleHerpa — no NpoAOMKUTENBHOCTH
QORS, 3HayeHMto yma anbda, a TakkKe MPOLOMIKUTENbHOCTH
nHtepsana PQ (PR). MHTepnpeTtauns napameTtpos JKI nposo-
[MNacb B COOTBETCTBMM C BO3PACTHbIMM HopMamu [17, 18].
MpopomkutensHocTb MHTepBana PQ (PR) oueHnBanach kak ¢
Y4€TOM BO3pacTa, Tak M C YH4ETOM YacTOTbl CEPAEYHbIX COKPa-
wenmit (HCC) [19]. Mpwu QTc > 440 mc nnm QTc < 320 mc [20],
nonHow 6nokage NpaBo HOXKKM nyyka [Mca, bnokane neson
HOXKM nyyka [Mca unn ee BeTBeW, HAPYLLUEHMSAX aTPUOBEH-
TPUKYNSPHOWM NPOBOAMMOCTH, Noabeme ST B NpaBbix NPeKkop-
[ManbHbIX OTBEAEHWSX NPOBOAMNOCH 06CNefoBaHVe B 3aBU-
CMMOCTM OT MpeLnosaraeMoro AmarHosa (CytoyHoe
XontepoBckoe MoHuTOpupoBaHue JKI, Benosprometpus,
axokapgmorpadus). Tunbl m3MeHenuit ST Ha IKI (mabs.)
OMpeaensnnch No CyLWecTByWMUM Kputepusam [21].

Takxke YyTOUHANCS ceMelHbli aHaMHe3s (cnydan BCC, cuh-
KonasnbHble COCTOSHWUSA Cpean HBAMXKAMLWMX POLCTBEHHUKOB),
aHanusupoanucb JKI poautenein. [inarHos ycraHaBnamMBancs
Ha OCHOBaHMM OBLLENPUHATLIX AMArHOCTUYECKMX KpUTEPUEB.

Ta6nuya. Tunbl usMeHeHui cermenta ST Ha IKI (oTBeneHUS
V1-V3) npu cuHapome bpyrapa

Table. Types of ST segment changes on ECG (leads V1-V3) in
Brugada syndrome

dnesauus
WUsmeHenus IKI =
(npasble rpyAHble no TMny no Tuny no Tny
oTBeAeHMS) «CBOAA» «CMMHKK CEANa»  «CIMHKM Cepna»
1-™vn 2-nTHn 3-nHn
JnesaLys TouKu J >2 MM >2 MM >2 MM
+1u
3ybeuT = AByxdazHas *
o CBopyathbiit CepnoupHbit | CennoBuaHbIi
Tun SFT-cermenta | “ovedy | (saddle-back) | (saddle-back)
KoHeuHas yactb ST OTESEL?QEES as dnesauns 21 MM | Inesaums <1 MM
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PE3YJIbTATbl U OBCY>KOEHUE

N3meHeHnsa DKI, xapakTepHble ang cuHapoma bpyraga
(1-# T™™n, mabn.) BnepBble OblNM BbIIBAEHbI Y ABYX AeTeW
(0,05%), cMHApoM yanuHeHHOro mMHTepBana QT AguarHoCTH-
poBaH Takxe y AByx nauneHtos (0,05%) Ha hoHe nnxopaaxu.
Mpu NpoBefeHUM MONEKYNSPHO-FeEHETUYECKOro MCCNeaoBa-
HMg Oblnn naeHTMdULUMPOBaHbl MyTauum B reHax SCNSA
(16 3x30H, R878H), KCNQ1 (9 3k30H, Trp379Ter). Y pnetent ¢
CMHAPOMOM yAnMHeHHOro mHTepBana QT Ha doHe nosbl-
LeHHOM TeMnepaTypbl Tefla 0TMEYaNoCh yBENNYEHUE YaCTO-
Tbl CEPAEYHbIX COKPALLEHMM, YTO MO3BONMIO BbISIBUTL YAIN-
HeHHbIM nHTepBan QT (Ha doHe BpaanMkapAuM NPOAOIKM-
TeNbHOCTb MHTepBana QT 6bina B HopMe). leTh ¢ CMHAPOMOM
bpyrana paHee Habnwopanucb KapAMONOrOM B CBSA3M C
aTpMOBEHTPUKYNSApHOM 6nokagoi | cteneHun. lMpuctynos
notepu Co3HaHMsg He O6bino. HacneacTBeHHbI CUHAPOM
yAJIMHeHHOro mHtepsana QT 6bin AMArHOCTMPOBAH Yy [BYX
MaLUMEHTOB: AEBOYKM M Manbymka 9 net.

bonbHas K., 9 neTt, Haxoaunacb Ha obcnenoBaHUM B
@OreY «AHKLUVB ®MBA Poccuu» B CBA3M C OCTPLIM pecnu-
paTopHbiM 3aboneBaHueM. lpu cHatum KT (Ha doHe
cybdebpunbHoit TemnepaTypbl Tena), CKOpOCTb 3anucu
50 MMm/c, 6bINO BbIIBNEHO YyAAWHeHMe uHTepBana QT.
Ha 3KT (puc. 1) pernctpuposancs cnHycosbln putm ¢ YCC
80-90 ya/muH, QT (V5) = 420 mc, QTc = 483-512 Mc
(ybanHeHune wuHTepana QT). Mopdonorus 3ybua «T»
XapakTepHa AN BTOPOro MONEKYNSPHO-TEHETUYECKOTO
BapuMaHTa CMHApPOMA YAJMHEHHOro uHTepBana QT (aBy-
ropbeii 3ybew «T» B oTBeaeHunax V4-Ve6).

[leBouka 3aHMMAETCH XYAOXKECTBEHHOW MMMHACTUKOM B
COKOLOP c 4-x net, TpeHNpoBKM 5-6 pa3 B Heaento no 3 u.
PaHee npoxoamna obcnegoBaHune B MU3KYNbTYPHOM LAMC-
naHcepe, yanvHernue uHtepeana QT BbiIBNEeHO He Obino.
HacnenctBeHHOCTb: y MaMbl AeBOYKM (BO3pacT 35 neT) ABa
3NM304a NoTepu Co3HaHuMa (B 33 roga, 35 nert). MNepBbii
NPUCTYN BO3HWK Ha QOHe cTpecca, BTOpon — 6e3 BMAMMOM
MPUYUHBIL. MPUCTYNbl CONPOBOXAANMCH CYA0POraMu, HeNpo-
M3BONbHBIM MoYeuncnyckanumeM. ObcnenosaHa B OAHOM U3
knuHuk CaHkT-lNeTepbypra, KOHCYNBTUPOBAHa HEBPONIOTOM,
BbICTaBNEH [AMArHO3 «CUHAPOM BeEreTaTMBHOM AUCHYHK-
umm». Ha KT (puc. 2) cmHycoBas 6paamkapaus ¢ YCC
51-48 ya/MuH, yannHerue nutepsana QT. QT (V5) = 510 mc,
QTc = 472-464 mc.

Mpu cHatum IKT 6onbHoM K., 9 neT, Ha GoHe HopManm3a-
umm TemnepaTypbl Tena (CHuxkeHun YCC) yMeHbLIMAUCH
3HavyeHns QTc (puc. 3). Ha 3KI cuHycosbii putm ¢ YCC
63-71 yo/muH, QT (V5) 420 mc, QTc = 433-456 mc.

Ha ocHoBaHMM 0BLLENPUHSATBIX AMArHOCTUYECKUX KpUTE-
pues (P. Schwartz) 6onbHoli K. Bbln yCTaHOBNEH AMArHo3
«HACNEACTBEHHbIA CMHAPOM YAJIMHEHHOrO WHTepBana QT,
CEMEWNHBIA BapWaAHT (HaCNef0BaHME MO NMHUKM MaTepw), BTO-
POl MONeKyNSpHO-reHeTUYECKMIn BapuaHT? (MONEKyNspHO-
reHeTUYeCKUit aHann3 He NPOBOAMICS)».

BTopo# naumeHT, H., 9 neT, Takxxe Haxoauncsa Ha obcne-
noBaHun B OIbY «AHKUMBE ®MBA Poccuu» B cBA3M C
OCTPbIM pecnupaTopHbiM 3abonesaHuem. Mpu nposene-
HUW 3neKkTpokapauorpaduyeckoro wuccnefoBaHUs Ha



PucyHok 1.YonnHenne nutepsana QT y 6onbHoi K., 9 net
Figure 1. Prolongation of the QT interval in patient K., 9 years old

3nekTpokapauorpaduyeckoe UcCnefoBaHue, YAAMHEHUE
nHTepeana QT He BbisiBAeHO. Y pebeHKka 6bln NpeanonoxeH
BPOX/IEHHbIV reHe3 yanuMHeHHoro uHTtepsana QT, nepsblii
MOJIeKYNISPHO-TEHETUYECKUI BapuaHT. [InarHo3 noaTBepx-

PucyHok 2. YonvHeHue nHtepBana QT y MaTepu AEBOYKM
Figure 2.Prolongation of the QT interval in the girl’s mother

i3

doHe pebpunbHOM TeMnepaTypbl Obi10 BbISBAEHO YAIU-
HeHne mHTepeana QT. Ha 3K (puc. 4), ckopocCTb 3anucu
50 MM/c, pernctpupoBanach CMHycoBas Taxukapaus ¢ YCC
106-108 ya/mun, QT (II) = 360 mc, QTc = 480-486 mc
(yanuHeHune wuHTepBana QT). Mopdonorus 3ybua «T»
XapakTepHa [N NepBOro MONEKYNSPHO-FEHETUYECKOTo
BapuaHTa CWMHApPOMAa YANMHEHHOro WHTepBana QT
(«HannbiBatowmn T» B otBeaeHuun Il). Ha dpoHe Hopmanu-
3aumm Temnepatypbl Tena (cHwxkenun YCC) oTmeyanochb
ymeHbweHne QTc. Ha IKI (puc. 5), ckopoCTb 3anucu
50 mm/c, cuHycosbi putm ¢ YCC 61-68 ya/muH, QT (1)
440 mc, QTc = 444-468 mc.

YonuHenue uHTepsana QT 6bl10 33aperncTprpoBaHo Yy
[laHHOro 6onbHOro Bnepsble. [pUcTynoB notepu CO3HaHUS y
Hero He 6bin0. Cnyyam BCC cpenm 6amkailumx poacTBEHHM-
KOB He permctpupoBanuce. Pogutenam pebeHka npoBefeHO
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PucyHok 3. KT 6onbHoi K. Ha doHe HopManbHoOM TemnepaTypbl Tena
Figure 3. ECG of patient K. against the background of normal
body temperature
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[leH MONEeKyNAPHO-TeHEeTUYECKMMU METOAAMM UCCIEe0BAHMS
(8 9-1 3k3oHe reHa KCNQ1 umpeHtMdumuMpoBaHa MyTaums
Trp379Ter, oTBETCTBEHHAS 3@ pa3BUTME NEPBOIO MONEKYNAP-
HO-reHeTUYeCcKoro BapuaHTa HACNEeACTBEHHOrO CMHAPOMA
YAJIMHEHHOro nHTepsana QT).

bpyragononobHbie nsmernerms Ha KT (cM. mabs.) Bnep-
Bble 3aperncTpupoBaHbl Ha JKIy ABYX AeTen.

bonbHoM @., 6 neT, KOHCYNbTMPOBaH KapauonoroM AIBY
«OHKUNB ®MBA Poccum» B CBA3M C BbISBNEHHBIMU M3MEHEe-
HuaMu Ha KT (puc. 6).

Mpu cHatum KT B AMHaMumKe Ha (OHe NMXOpaaku 3ape-
rMcTpupoBaHbl  GpyragonogobHble u3MeHeHus Ha KT
(puc. 7),7vn 1 (ma6n.): aneBaums ST B oTBeAeHMM V2 no Tuny
«cBoma» («coved»).

Y BToporo pebeHka (Manbuuk, 10 net) Bo Bpems rocnura-
m3zaummn B OIBY «AHKUMBE ®MBA Poccum» npu nposepne-
HWM  3NEKTPOKAPAMOrpadUYECcKOro UCCIefoBaHUS Takxke
Obinn BbISBNEHbI M3MeHeHWs cerMeHTa ST B OTBeLeHMSX
V1-V2 (puc. 8, oTBedeHWs CTaHAAPTHble, YCUNEHHble OT
KOHeYHoCcTen, rpyaHble V1-V3).

PucyHok 4. YonuHeHune uHtepsana QT y 6onbHoro H., 9 net
Figure 4. Prolongation of the QT interval in patient N., 9 years old
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Pucynok 5. 9KT 6onbHoro H. Ha doHe HopManbHOM TeMnepa-
Typbl Tena

Figure 5. ECG of patient N.against the background of normal
body temperature
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PucyHok 6. 5KT 6onbHoro @., 6 net. ATpMOBEHTPUKYNSpHas
6nokana | crenexu

Figure 6. ECG of patient F., 9 years old. Atrioventricular block
1 degree
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PucyHok 7./13meHeHus Ha IKTy 6onbHoro @., xapakTepHble
ana cuHapoma bpyrapa (I vn)

Figure 7.Changes in the ECG in patient F., which are charac-
teristic of Brugada syndrome (type I)
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[narHos «cuHapoM bpyraga» noaTBepkaeH Monekynsp-
HO-reHeTUYeCKMMM MeToaMn nccnenoBaHms (B 16- ak3oHe
reHa SCNSA umpeHTMduumpoBaHa mytaumsa R878H, orteeT-
CTBEHHAS 33 pa3BMTME AAHHOMO CMHAPOMA).

PucyHok 8. V13MeHeHus Ha JKI'y 6onbHoro A., xapakTepHble
ans cuHapoma bpyraga

Figure 8.Changes in the ECG in patient A., which are charac-
teristic of Brugada syndrome

PucyHrok 9.3KTI 6onbHoM [1., 5 neT. ATpMOBEHTpUKYNApHas
6nokapa | ctenenn

Figure 9. ECG of patient D., 5 years old. Atrioventricular block
| degree
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Y [eBoukM 5 net C aTpuOBEHTPUKYNAPHOM BnoKaLon
| ctenenu (puc. 9), 3apernctpupoBanHoi Ha KT (CMHYCOBbIN
put™ ¢ YCC 105-108 ya/muH, PO 160-170 mc), Bo BpeMs
CYTOYHOro XonTepoBCKOro MoHutopmposaHus JKI (uccneno-
BaHMe NpPOBeLEHO MOBTOPHO B CBA3M C MOCTOSIHHOM aTpuO-
BEHTPUKYNSApHOM 6nokagon | creneHu, rmnoapantaumen
uHTepeana QT HOYbIO) B MEpUOA CHA 3aperncTpupoBaH
3Nun30[4 MOHOMOPGMHOW XenyaoyKoBor Taxmukapauu (puc. 10).

Mpu cbope aHamMHe3a ObINO BbISCHEHO, YTO MPUCTYMbI
noTepu CO3HaHWs y BONbHOM He oTMeyYanuch, cnydam BCC
cpean bnmkamwunx poLCTBEHHWKOB HE PErMcTpuMpoBasmUCh.
Mpu aHanuze KT poguteneit y otua B otBeaeHnn V1 otme-
yancs nogbeM cermeHta ST. YuuTbiBas gaHHble obcnenosa-
HWS LeBOYKM (MOCTOSHHAS aTPMOBEHTPUKYASipHas 6nokana
| ctenenu, runoagantaums mHTepeana QT Houblo, 3NM304
MOHOMOPMHOM XXeNnyao4YKOBOM TaxmMKapaMM B NMepUof, HOY-
HOro CHa), 6110 peKoOMeHA0BAHO MPOBEAEHUE MONEKyNsp-
HO-reHeTUYeCKOro UCCNefoBaHMS AN UCKIOYEHUS CUHLPO-
Ma bpyrapa.

Cnyyan BO3HUKHOBEHMS KM3HEYTPOXKAOLLMX XKENYA0UKO-
BbIX HApYLLUEHWIA CEPAEYHOrO pUTMa paHee ONWCaHbl B NnTe-
paTtype y 60/bHbIX C cMHAPOMOM bpyraga v BTOpbiM BapmaH-
TOM HACNeACTBEHHONO CUMHAPOMA YAJIMHEHHOrO WMHTepBana
QT. MNoBblWweHMe TeMnepaTypbl Tena NpUBOAMT K ycyrybne-
HUI HapylleHWit paboTbl MOHHBIX KaHanoB, nexallux B
OCHOBEe Pa3BUTMS BbILIEOMMUCAHHBIX CMHAPOMOB, TEM CaMbIM,
C 0HOM CTOpPOHbI, yBennumneasa puck BCC, c apyroi, npueoas
K KIMHWYeCcKoW MaHudecTaumn 3aboneBaHus, [aBas BO3-
MOXHOCTb BOBPEMS MOCTaBUTb AMATHO3 U TEM CaMbIM CHU-
3UTb  PUCK  Pa3BUTUSA  KM3HEYTrPOXKaloWMX apUTMUIA.
ManeHbkuit npoueHT (0,05%) BbisBneHns cnHapoma bpyraga
B HalleM MUCCNeA0BaHUM OTHACTU MOXHO OOBbACHUTH TEM, UTO
KT peTam, rocnutanmanpoBaHHbiM B OIBY « JHKLMB OMBA
Poccum», cHUManu He ToNbKo Ha (GoHe hebpunbHoW Temne-
paTypbl TENa, Ho 1 Noce ee HopManusauuu. OLHaKO Kaxabli
Cly4Yan onarHocTmkmn cuHapoma bpyraga Ha doHe nuxopan-
KM KpaliHe BaXeH AN Bpaya M NauMeHTa, Tak Kak [okaszaHa
CBSI3b NOSBNEHUS Ha dhoHe GebpuabHOM TemnepaTypbl Tena
aneBaumun cermeHta ST no Tvny «csopa» (1 Tmn, mabn.) c
PUCKOM Pa3BUTUS apUTMMYECKMX CoBbITui [22]. B cnyyasx
Pa3nnYHbIX BAapMAHTOB HACNELCTBEHHOrO CUMHAPOMA YAU-
HeHHoro nHTepeana QT B HallEM UCCNEeN0BaHMMN U3MEHEHUE
NPOLOMIKUTENBHOCTU KOPPUIMpOBaHHOro uHTepsana QT,
BEpPOSTHEE, CBA3AHO He C HEeMnoCPefCTBEHHbIM BAWSHUEM
MOBbIWEHWS TemnepaTypbl Tefa Ha WMOHHblE KaHanbl, a C
M3MeHeHWeM (MOBbILIEHWEM) YACTOTbl CEPAEYHbIX COKpalle-
Hui. OTcyTCTBUE yanuHeHnsa nHtepsana QT Ha doHe Bpaam-
Kapauu — ofiHa U3 MPUYMH HECBOEBPEMEHHOM MOCTaHOBKM
[MarHosa y pebeHka, 3aHMMatoLerocs CnopToMm.

PucyHok 10. 9n1304 MOHOMOP®HOM XenyfLo4KoBOM TaxmMKapanm
Figure 10. An episode of monomorphic ventricular tachycardia
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3AKNIOYEHME

YuuTbiBas cBs3b GebpunbHOM TeMnepaTypbl Tena ¢ KNUHKU-
yeckon (Bkoyas IKI-uaMeHeHwms) MaHudecTaumen Hacnen-
CTBEHHbIX HapyLUEHWI CepaeyHoro putMma (cuHapom bpyraaa,
BTOPOM MONEKYNSAPHO-TEHETUYECKUIA BapMaHT CUHAPOMA
yoAuHeHHoro uHTepBana QT), B ycnoBMSIX WHOEKLMOHHOIO
CTauMoHapa Bpayu MMEKT AOMOMHUTENbHYID BO3MOXHOCTb
[MArHOCTUKM [AAHHBIX KM3HEYTPOXALMX apUTMUIA. AHanu3
3NEKTPOKapAMOrpaMM Y MHOEKLMOHHbIX BONbHbIX LOMKEH
npoBOAMTLCS C yvyeToM 3HaHui DKI[-nposBneHuin Hacnen-

CTBEHHbIX apuTMuit. [To Bo3MoxHocTH, IKI He0bX0AMMO CHM-
MaTb Ha (OoHe AMxopanku (0COBEHHO Npu HEeobbACHUMbIX
CMHKOManbHbIX COCTOSIHMAX B aHamHese, cnydasx BCC B
cembe). C Luenblo NepBMYHON NPOMUNAKTUKM BHE3AMHOW Cep-
[eyHol cmepTu npu BbiseneHun JKI-npusHaKoB, xapakTep-
HbIX AJ19 HACNEeACTBEHHbIX CMHAPOMOB, HE0OX0AMMO AANbHEN-
Lee Kapamonornyeckoe obcnenoBaHue, Kak caMoro 60abHOrO,
Tak M ero 6amKanWwmMx poaCcTBEHHMKOB.
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