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Pe3iome

Bsedenue. UntepBan QT — anekTpokapauorpaduueckuii mokasareiab, OTpaxKalolnii MpoLecchl AeNoasIpu3aliii U penojsipu3aluu
MUOKap/a XeJayJ04KoB, 2JeKTpo(hU3MO0JIOrMUECKOl OCHOBOI KOTOPOTO SIBJISIETCS COCTOSIHUE MOHHBIX KaHAJI0B MEMOPaHbl Kapauo-
muonuta. Cunapom ynauHeHHoro nHtepsaja QT (LQTS) siBasieTcst XK M3HEYrpoXaloluM Hapy LIEHUEM CepIeYHOro pUTMa U OJHOM
W3 MPUYMH BHE3AITHOM cepleuHoi cMepTH. B aToM MoHsATUM 06bearnHeHa pa3HOoOOpa3Hasi M OOIIMpPHAs TpyTina 3a00JeBaHW i, TIpU
KOTOPBIX ITPOMCXOMUT 3aMeJieHe (ha3bl PErosipu3alii MUOKapaa XKeJIyI04KOB BCIeICTBIE MaTOJOTMY MOHHBIX KAHAJIOB MEM-
OpaHbl KapAUOMHUOIIUTA. YMEHNE Bpaya JTI000i CrielIMaTbHOCTH IMTPaBUIbHO MHTEPIIPETUPOBATD PE3YIbTAaThl 3JIeKTpoKapauorpauu
SIBJISIETCSI OCHOBHBIM B IMAarHOCTUKE TaHHOTO COCTOSIHM S 10 BO3SHUKHOBEHM S MEPBbIX KIMHUYECKUX MPOSIBJCHUA.

Lleab pabomet. Lenbio myoauKany [TaHHOTO KIMHUYECKOTO cllyyas siBUJach HEOOXONMMOCTh 03HAKOMUTH Bpaueil meauaTpuyeckoro
npoduisi ¢ HeTUuNUYHbIMU NposiBieHussMu LQTS y pedbeHka, 0cOOEHHOCTIMU AUArHOCTUYECKOIO NMOMCKA U JIeYeOHbIX MEPOITPUSITUIA.
Pacimmpenue 3HaHM# BpaueOGHOro cO0O0IIeCTBa 1 MOBBIIeHe MHMOPMUPOBAHHOCTH ITAIIMEHTOB, MX POAUTEIEH U POICTBEHHUKOB
MO3BOJISIT CHU3UTh YUCJIO XKU3HEYTPOXKAIONIUX COCTOSIHUM y NeTell C CHHAPOMOM yIJMHEeHHOTo uHTepBaaa QT.

Mamepuanst u memodst. PebeHok 1,5 roga ¢ BHyTpUYyTPOOHO BbISIBJICHHOM OpaauKapaueid i MMMJIaHTUPOBAHHBIM Ha TPETbU CYTKH
>KM3HU YaCTOTHO-aIalITUPOBAHHBIM 3JIEKTPOKAPIANOCTUMYIsITOpoM. [IpeacTaBiieH moapoOHbIii aHaMHe3 XXM3HU peOeHKa, pe3yIbTaThl
KJMHUYECKOT0, UHCTPYMEHTAJbHOTO M TEHETUYECKOT0 00CIeIOBaHMS, a TAKXKe 0COOEHHOCTU Moa00pa aHTUAPUTMUYECKON Tepanuu.
Pezyromamui. OcobeHHOCTH KanHUYecKoro caydast LQTS (paHHee nposiBiaeHue 3a00JeBaHU I, OTCYTCTBUE FT€HETUYECKOTO aHaM-
He3a, HeTUITMYHas KJIMHUYecKast KapTUHa ¢ MPUCOeIMHEHeM OpaauKapanu Ha hoHe IKCTpeMaibHO yIJIMHeHHOro nHTepBaga QT
Y YCJIOBU ST TIPOSIBJICHU ST CHHKOIATbHBIX COCTOSTHU A, OTCYTCTBHUE IMOJOXUTETbHOTO 3(hdekTa oT crielinduIecKoit aHTUapUTMUYECKOM
Teparnuu) CBUJETEIbCTBYIOT O MOJUMOP(U3ME ONMMMCaHHOrO CUHIpoMa. Bee Bbilen310)KeHHOe YKa3blBaeT Ha HEOOXOAMMOCTD boJiee
[J1yOOKOTO M3yYeHU ST KOPPEISI UK KIMHUISCKUX TIPOSIBJICHU I ¢ pe3yJibTaTaMU FeHeTMYeCKOTO UCCIICIOBAHMSI.

KioueBbie ciioBa: 1eTu, CUHAPOM yIJIMHeHHOTro nHTepBaia QT, HapyllleHWs pUuTMa cepilia, BHe3aIrHasi cepiedHast CMepTh

Jna nuutupoBanus: Pourynkun A. H., EBctudeena I. 0., [lanunosa E. U., Berepkosa 3. A., Jlorunosa H. B., Ycenkosa H. H.,
IumkrHa A. Y. CunapoM ymimHeHHoro nHtepBaita QT y pebenka 1,5 roga: KimHu4Yeckuit ciyydaii. Jlewanumit Bpau. 2025; 6 (28):
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Abstract

Background. QT interval is an electrocardiographic index reflecting the processes of depolarization and repolarization of the ventricular
myocardium, the electrophysiological basis of which is the state of ion channels of the cardiomyocyte membrane. Long QT syndrome
(LQTYS) is a life-threatening heart rhythm disorder and one of the reasons of a sudden cardiac death. Meanwhile, this term combines a
diverse and extensive group of diseases which cause a deceleration of the repolarization phase of ventricular myocardium due to the pathol-
ogy of ion channels of the cardiomyocyte membrane. The basis of the diagnosis of this condition is the ability of a doctor of any specialty
to interpret the results of electrocardiography correctly before the occurrence of the first clinical manifestations.

Objective. The aim of the publication of this clinical case was the necessity to acquaint pediatric physicians with atypical manifestations
of LQTS in a child and features of diagnostic screening and therapeutic measures. To enhance knowledge of the medical community and
to raise awareness of patients will allow to reduce the number of some life-threatening conditions in children with LQTS.

Materials and methods. A 1,5-year-old child with a prenatally identified bradycardia and a dual chamber frequency-adapted pacemaker
implanted on the third day of life. The detailed anamnesis of the child’s life, the results of a clinical, instrumental and genetic examina-
tions and the peculiarities of the selection of the antiarrhythmic therapy are presented.

Conclusion. The peculiarities of the clinical case of LQTS (early manifestation of the disease, lack of genetic anamnesis, an atypical clini-
cal picture with the accession of bradycardia due to an extremely long QT interval and conditions of manifestations of syncopal states,
lack of a positive effect on the specific antiarrythmic therapy) testify to the polymorphism of the described syndrome. All of the above
testifies to the necessity of a more profound study of the correlation of the clinical manifestations with the results of a genetic testing.
Keywords: children, long QT syndrome, heart rhythm disorder, sudden cardiac death
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WHAPOM yAJMHEHHOTo uHTepBaia QT saBasieTcst Ku3-

HEYTPOXaloUIMM HapylIeHUEM CEepAeYHOro puTMa

Y OJTHOM M3 MPUYMH BHE3aMHOI CepAeUHON CMEPTH elle

10 KIMHUYECKUX MPOSIBJEHU, 4TO TpeOyeT OT Bpaua
J110001 crneraibHOCTH YMEHU S TPaBUJIbHO MHTEPIPETUPOBATH
pe3ysibTaThl aJekTpokaparnorpammsel (OKT) [1].

MurepBan QT — snekTpokapauorpaduiecKuii mokasaresb,
OoTpaxalolMii Mpolecchl AeNoasIpu3allui U pernojsipu3anuu
MMOKapa XeJayJA04KOB, 2J1eKTPO(PU3UOJOrnueCcKOi OCHOBOM
KOTOPOTO SIBJISIETCSI COCTOSIHUE MOHHBIX KaHAJIOB MEMOpaHbl
KapauomuoliuTa. basaHc MexX1y KaJblIMEBbIMU, KaJUEBbIMU
1 HATPUEBBIMU MOHHBIMU KaHaJaMU OMpPeeIsieT MPOIOJIKUTEIb-
HOCTb MOTEHIIMaa 1ecTBUS KapaAUuOMUOLUTOB [1, 2].

CHUXeHMe Pernospu3allioHHOro Bhixoasmero K -Toka unn
yBeJNMYeHNe Tenonsipu3yomux sxopsumux Na't- i Ca2™-tokos
B KJIETKM MOTYT MPUBECTHU K yAJIUHEHU IO nHTepBaia QT, uto
NnpeacTaBiser codoit mnaTohusnosornyeckunii cyocTpat CMHApOMa
yanunHeHHoro uHtepBaia QT (LQTS) [1].

[MTponomxuteabHocTh MHTepBasa QT mpexe BCero 3aBUCUT
OT IJTUTEbHOCTH CEPACYHOTO LIMKJIa, B CBSI3U C YEM JIJISI OLIEHKU
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JIAHHOT'0 MHTEpBaJja ucnoib3ytor opmyny bazerra (Bazett) nist
pacueta koppurupoBaHHoro uHTepsaia QT (QTc) ¢ monpaBkoit
Ha yacToTy cepaeuHbix cokpainieHunii (HCC). ®opmyna baserra
HEOJIHOKPATHO TMOBeprajach KpUTUKE, OMHAKO MHbBIE METObI
pacyera, TakMe KakK KaJbKyasitopbl @pamuareMma (Framingham),
®dpenepuka (Fredericia) u Xoaxeca (Hodges), He monyuuian
LIMPOKOTO pacnpocTpaHeHus [2].

Vnnunenusiii QTc, onpenensiemblii Kak 3HaueHue QTc donee
450 Mc y MyX4uH 1 6osiee 460 Mc y keHIIWH Bo 11 oTBeneHnn nian
V5 Ha ctanaaptHoit OKI ¢ 12 orBeneHusiMu, npeapacroyaraet
K (GDyHKIIMOHATbHOMY ITOBTOPHOMY BXOJY, KeJTYI0YKOBOM TaX1-
kapauu (KT) torsades de pointes (¢ ppaHIIy3cKOro — «KpydyeHuUe
BepeTeHa» — peakasi popma nosumopdHoii KT ¢ mocTeneHHbIM
U3MEHEHUEeM aMIIJIMTYIbl U CKpyYrBaHUeM KoMIiekcoB QRS
BOKPYT M303JIeKTPUYECKOI TMHUN) U BHE3AITHOMN CepAeTHOI
cmeptu (BCCO) [1, 3].

HeoOGbsicHuMBbIIf UHBIM 00pa3om ucxoaHbiit QTc > 500 mc
IOJIKEH acCOIMUPOBATHLCS C HACIEACTBEHHBIM CUHIPOMOM
yaiarHeHHoro nHtepsaia QT. [1pu 2ToM B MOHSATUM «CUHAPOM
yaauHeHHOro uHtepsaiga QT» o0beauHeHa pa3zHooOpa3Has
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MeaunaTpuna

U JOCTAaTOYHO OOLIMPHAas rpyIimna 3adojieBaHU, MPU KOTOPbIX
MPOVCXOIUT 3aMeJieHue (asbl penoisipu3aliuu MUOKapaa Keay-
JIOYKOB BCJIEICTBYE MATOJOTMU MOHHBIX KaHAJIOB B MeMOpaHe
KapAUOMUOLIMTA, KOTOPbIE PETYJIUPYIOT €0 BHYTPUKIETOUHbI I
2JIEKTpUYECKU A 3apsa. JlaHHas rpyrna 3a00jieBaHU it Xxapak-
TepU3YeTCsI BLICOKMM PUCKOM BHE3AITHOM CMEpPTHU BCAEICTBUE
BOo3HUKHOBeHU S ZKT. BboIneasitoT BpOXKA€HHbI CUHIPOM Y-
HeHHoro uHTepBaa QT, oTHOcsAIIMIACS K IEPBUYHBIM 3JIeKTpUYe-
CKMM 3a00JIeBaHUSIM Cep/lia, JIU BPOXKACHHBIM KaHAJIOMATUSIM,
Y BTOPUYHBIN (MJI1 TPUOOpEeTEeHHbIN) [3].

B HacTosiiee BpeMst M3BECTHO 15 TeHOB, UbM MyTaIlMU U3MEHSIIOT
XapaKTepUCTUKU MIOHHBIX KaHAJIOB KAPAUOMUOLIUTOB, C KOTOPHIMU
CBSI3aHO HapylLIEHUE MPOLIECCOB PENoisipu3aliuu MeMOpaH Kie-
ToK. MI3yueHa Koppesius MeXay BbIpaKeHHOCTbIO (DEHOTUTTIU-
yeckux nposipieHuit npu LQTS u reHeTHYeCKMMU BapyaHTaM U1
CUHIpOMa, BbIsiBJIeHbI crienuduryeckue DKI-beHoTumnsl, xapak-
TEPHBIE JJ151 OCHOBHBIX MOJIEKYJISIPHO-TEHETUYECK X BAPUAHTOB, —
LQTI1, LQT2, LQT3, Ha noito KOTOpbIX mpuxoautcs 10 90%
BCEX FTeHETUYECK U MOATBEPKICHHBIX cayydaes [4, 5].

OO0 MMU TUATHOCTUYECKUMU KPUTEPUSIMU AJSI BCEX
TUNOB BpoxaeHHoro LQTS sBasitoTcs yniMHeHue uHTepBaia
QTc > 440 mc, uameHeHue dasbl penosipu3aliu, HaTu4ue CuH-
KOMaJIbHbIX COCTOSIHU, CEMEMHBIN aHAMHE3 U Cllyyan BHE3AIMHOMN
cepievyHoi cMepTu B pesyibrare pazpuTtus KT Tuna nupyst uiu
GUOPUNAALINY KeTyT0YKOB [6, 7].

CuHapoMm yaianHeHHoro uHtepBasa QT — ato Haubosee yacTas
HacJIeICTBEHHAas MOHHAas KaHaJonaTu s, XapakKTepusylolasics
yanuHeHueM nHTepBayia QT Ha OKI B 12 oTBeAeHUSIX U TTOBBI-
IIEHHBIM PUCKOM 37I0KaUeCTBEHHbIX apDUTMUIA y TAIIMEHTOB 6€3
CTPYKTYPHBIX U3MEHEeHU 1 cepana. KnnHuueckre CMMITOMBI
LQTS BkiwouyaroT cepaiedueHre, 0OMOpPOKHU U CYTOPOTH, Yalile
KaK CJIeJICTBUE aipeHepruyeckKoit Taxukapauu tura torsades de
pointes [8, 9].

B HacTosiniee BpeMst onucaHo yxe 17 pa3auyHbIX MOATUIIOB
LQTS, cBSI3aHHBIX C MOHOIEHHBIMU MYTallUSIMU 15 ayTOoCOM-
HO-TIOMUHAHTHBIX FTeHOB [7]. Ho NnpyuYuMHHbBIE MyTallMu T€HOB
BBISIBIISTIOTCSI TONTbKO Yy 70% marnmnenToB ¢ LQTS [7]. Okono 75%
BCeX MMaTOreHHbIX BApUAHTOB 0OHapyxuBatoTcs B reHax KNCQI,
KCNH2wu SCN5A, xotopble oTBeyatoT 3a noaTunsl LQTS ¢ nepso-
ro Mo TpeTuil y MaliMeHTOoB ¢ Ioka3arteseM 1o mkase [IBapua
(P.J. Schwartz) u coaBT. > 4 6aj1J10B, B TO BpeMs KakK y 25% reHo-
THUII OCTaeTCsl HEMAEHTUMUIIMPOBAHHBIM MOCJE OOIIMPHOTO
F€HETUYECKOTO TECTUPOBAHUSI HA OCHOBE Pa3JIMYHbBIX MTaHeJeil
[8]. Bo3aM0OxHO, HEOOJIbIlIAs YACTh MALIMEHTOB ¢ TEHOTU-OTPULIA-
TesbHbIM LQTS MoXeT uMeTh ellle He U3BECTHBIN MEHIeJIEBCK Ui
nedeKT, OMHAKO HeJb3s1 OTPULIATh U CYLIECTBOBAHUE MHOTO, OoJiee
CJIOXKHOI'0, MaTTepHa HacJeA0BaHWs B JaHHO roarpyrie [8].

Husa LQTI1-3 oueBuaHA KOPPEASIUS «DEHOTUIT — FTEHOTUIT».
IMpumepHo B 85% ciyyaeB LQTS mamueHT ¢ MOJOXMUTEIbHBIM
TEHOTUIIOM HECET MyTallli0, YHACJIEIOBAaHHYIO OT OJTHOTO
W3 pOAUTEJICi, a y ocTaBIIuXxcs 15% umeercst MmyTaius de novo.
V 50% nmanuenToB ¢ reHoTunoM LQTS HeT cCHMIITOMOB Ha TIpoO-
TSKeHUU BCeii XKM3HU, B TO BpeMsi Kak y 10-50% Takux 60TbHBIX
He HaOtofaeTcs U ssBHoro yajauHeHus nHtepsaia QT. CnoxHbie
MyTanuu (1Be u 6osiee) ooHapyxuBaoTcs y 10% nmanmeHToB
C MOJIOKUTEIbHBIM FeHOTUTIOM. Kak mpaBuio, KIMHUYECKHUE TPO-
SIBJICHU S 3a001eBaHM S Y TAKUX O0JIbHBIX OoJiee Tsixkebie [8, 10].

PaccmarpuBaeMblii B cTaThe BapuaHT cuHapoMa LQT3 BbI3zBaH
MyTalusgMu B reHe SCNSA, pacnofokeHHbIM B o3uuuu 3p21-24.
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I'en SCN5A xonupyet NaV 1.5, a-cyObeAMHUILY TOTEHIMA-3aBU-
cumoro Nat-kanana u menuatopa aenonsapusyioniero Toka Na™
(INa). Mytanuu B 2ToM reHe, mpucyTcTBylonue y 10% reHetn-
YeCcKHU NIMarHocTUpoBaHHbBIX nalreHToB ¢ LQTS, yBenuunBaiot
MPOAOKUTETbHOCTD (Da3bl MIaTO MOTEHIMAa A IeCTBUS 3a CUET
YBEJMYEHU S MO3AHUX AETIONSIPU3YIOIIUX TOKOB. TpUrrepom naH-
HOTO MOJTUNA OOBIYHO SIBJISIETCS COH (T. €. haKTUUecKu opaau-
kapaus). Ha OKT LQT3 peructpupyeTcs B BUlie yIJIMHEHHOTO
M302JIEKTPUUECKOI0 MUHTEPBaia U OTHOCUTEIbHO HOPMaJIbHOTO
3youa T [8].

Wcxons u3 uMeroniuxcs JUTepaTypHbIX JTaHHBIX, MOXHO Clle-
JIaTh BBIBOJ O TOM, UTO OCHOBOM KAnHUKK LQTS B enom u LQT3
B YaCTHOCTHU SIBJIsieTcsl yayinHeHue nHtepBaja QTc > 440 mc
Ha OKT 1 mpucTyInbl CMHHKOMAJbHBIX COCTOSIHU I, B TOM YUCJTIE
MpoBoLMpYyeMbIe crielubuyeckuMu Tpurrepamu, st LQT3 tako-
BBIM SIBJIsIeTCSl COH (Opanukapausi). [loaTomy onpeneseHHbI i
WHTepecC MpeACcTaBIisieT KIMHUYeCKUi ciydaii pedenka c LQT3
C BbIpaXXeHHOI OpaauKapaueil 1 CAMITOMAaTUKOM aTPpUOBEHTPU-
KynasipHoii (AB) 6;okanb! 1 creneHu ¢ KpaTHOCTbBIO MPOBEAEHU S
2:1 Ha hoHE IKCTpEeMaIbHOTO yAJIMHeH s uHTepBaia QTc.

Kak uzBectHo, AB-610kany Il crenenu ¢ KpaTHBIM NpoBene-
HueM 2:1, 3:1 MpUHSATO BBIICASATH B OTACIBHYIO IPYIIIY, TaK KaK
OHa MOXKET ObITh KaK 0JI0Ka0il epBOro, Tak U BTOPOro TUIIA.
DTH 6J0KaIbl MOTYT pa3BUBATbCsSl HA TPeX YPOBHSIX: B AB-y3i1e
(27-33%), B ctBOJE (17-22%) 1 0o6aacTu HoxeK (50-51%) [11].
bnokansl, pazBuBatouecs B AB-y3ne, oTHocsT K AB-6y10kane
Il crenenu I Tuna, a 6;10kabl Ha YPOBHE CTBOJIA U HOXKEK MyuyKa
I'uca — x AB-6snokanam Il crenenu 11 Tumna.

IIpu nuarHocTUKe YpOBHSI OJJOKMPOBAHU S OJIOKAIbl C KPATHBIM
MPOBENEHNEM HYKHO YUUTHIBAThH IIMPUHY XKEJTyTOUKOBOIO KOM-
niekca. Ero paciimpeHue ¢ 6oJiblieit BEpOSITHOCThIO YKa3bIBAET
Ha TMCTaJbHbII yPOBEHb OJIOKMPOBaAHUS (HOXKHU MyuKa ['uca).
[Tpu npuMeHeHU U MTPOOBI C (PU3MUYECKOI HATPY3KOM, ITPU Y3JIOBOM
YPOBHE OJIOKUPOBAHMSI CTENEHb 0JIOKAIbl MOXKET YMEH bIIAThCS
unu AB-npoBeneHue BoCCTaHABAMBAETCSl B COOTHOLIEHUU 1:1,
a Mpu CTBOJIOBOM YPOBHE, HA00OPOT, CTeNEHb 0JIOKaIbl MOXKET
yBesuuuBaTbesd. AB-610kanbl 2:1 npu 3aMeAIeHUU CUHYCOBOTO
pUTMa MOTYT NPUBOIUTH K AB-nuccouuaiinu, B ciiyyae moJHoOMI
JIMCCOLIMAlIMY OHA MOXKET ObITh PUHSTA 3a MoJHY10 AB-Onokany
[11].

TTIpuBoauM npuMep BpOXKIEHHOTO CUHAPOMA YIJIMHEHHO-
ro uutepsayia QT LQT3 y manbuuka B Bo3pacTte 1 roga 4 mec
Ha MOMEHT HallMCaHUSs CTaThU.

KAMHUYECKUHA CAYYAN

Manpunk poauiics 25.07.2023 1. oT nisiTOM GEPEMEHHOCTH, TIPO-
TeKaBIleil Ha (hOHe aHeMU U JIETKOM cTerneHu. [ eHeTuYecKuii aHaM-
He3 He oTsroineH. Cllyyau BHe3aIlTHOW CeplIeYHOI CMEPTH paHee
B CEMbE HE PErUCTPUPOBAIUCH. DMUAEMUOJOTMYECKU I U aJlJIepro-
JIOTMYEeCKU 1 aHaMHe3 6e3 ocobeHHOoCTeit. BHYyTpryTpoOHO y mioga
BBISIBJICHa OpaauKapaysi. Ponbl TpeThbH, CPOYHBIE, OTlepaTUBHBIC Ha
(boHe oTCIIONKM HOPMaJIBHO PACITOIOKEHHOM TTALeHTHl U OOBUTH S
MYTOBUHBI BOKPYT IIEU TMJI0a.

OueHka no mkajae Anrap — 7/9 6annos. [IpoBeaeHbl cTaH-
MapTHbIE MAHUTYJISIIIMU B pOAUIBHOM 3aje. [TapameTpsl pa3-
BUTHS pebeHKa 6e3 0COOeHHOCTEl 3a UCKJIIOUeHHEeM BbIpa-
JKEHHOU OpaauKapanu, B CBSI3U C YEM B IEPBbI€ CYTKU XU3HU
nepeBefieH B o0JlacTHOM nepuHaTaibHbll LIeHTp TAY3 OOKbB
Ne 2 (Openbypr), a Ha TpeThW Ha ¢OHE HapacTaHUS CTENEHU
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Opaaukapauu — B peiepajabHbIi LIEHTP CEPACUHO-COCYAUCTOMN
xupypruu YensiouHcka, rae B TOT ke aeHb (28.07.2023 r.) npo-
BeJleHa UMITJIaHTal Ml OTHOKAMEPHOT0 YaCTOTHO-adalTUPO-
BaHHOTrO 3JiekTpoKapauoctumyisitopa (OKC) ¢ anukapauaib-
HBIM 3JieKTpoaoM Medtronic. Ha 11-e cyTku peGeHOK BO3BpalleH
B obJtacTHOM nmepuHaTaabHbIN HeHTp TAY3 OOKDB Ne 2 nng
HaOoneHus u JeyeHus. [Ipu nposeneHun KoHTposbHOU DKT
BbISIBJIEHO yaJrHeHUe nHTepBaa QT, B cBSI3U ¢ yeM ObLT Ha3Ha-
YyeH GeTa-aapeHo6I0KaTop AHANPUINH (5 MI/KT/CyT).

B Bospacte 1 Mecsilia nepeBesieH B OTIEIeHE pAaHHETO BO3pacTa
TAY3 OAKB (OpeHOypr) ¢ 1MarHo30M: «CUHAPOM YIJIMHEH-
Horo uHtepBasa QT, BTopruHas npeacepaHO-Keaya0uKoBast
0s70Kana 2-3 CT., XeJaynouyKoBasi SKCTPACUCTOJIU ST, HEYCTOMY M-
BbIe mapokcu3Mbl KT 1 TpereTaHusI KeJ1yI09KOB, HEI0CTaTOU-
HOCTb KpoBooOpaleHus I1A cranuu, byHKIMoHanbHbIM Kiacce 11
no Po6epty Poccy (Robert D. Ross); uMmianTanus omHoKaMep-
HOI'0o yacToTHOo-anantTupoBaHHoro OKC ¢ anukapamaibHbIM
anekTpoaomM Medtronic ot 28.07.2023 r.». ConyTCTBYIOIIU I
NIMATHO3: «[IepuHaTaJbHOE MOpaXkKeHNe LIEHTPaJIbHOU HEPBHOM
cuctembl (LLHC), runokcnyecku-uiieMmuyeckKoe, paHHU M BOC-
CTaHOBUTEJIbHBIN Mepro, CUHAPOM runepBo3oyaumoct LITHC».

B Bo3pacte 1,5 Mec Mo 1aHHBIM XOJTEPOBCKOIO MOHUTOPUHTA
BOKT (XM-BKT') y pedbeHka oTMeUaJIuCh CJICAYIOLINE U3MEHEH U S
cpennsist YCC 3a cytku — 130 yn./muH (Hopma — 108-115 ya./
MWH), XeJIyIOYKOBasi 9KTOIMMYecKast aKTUBHOCTD IpecTaBIeHa
7616 OMMHOYHBIMY XeJyT0YKOBBIMM 3KCTPACUCTOIAMM, OTHUM
MapHBIM XeJTYI0YKOBBIM KOMITJIEKCOM M CEMbIO 3ITU301aMU TPU-
TeMUHUM; CYyTIPaBEHTPUKYJIsIpHAST SKTOMYEeCKasi aKTUBHOCTD
npencrabiaeHa 1365 HaIXKeTyTOUKOBBIMU 9KCTPACUCTOJIAMMU.
OCHOBHOI1 pUTM — HaBsI3aHHbI ogHOKaMepHbIM DKC tumna VVI,
cTUMYIISAIM S KeaxynoukoB — 137 100 (77%). PeructpupoBaiuch
anu3oabl cuHycoBoro putMma. Cpennsist YCC nHem — 129 ya./MmuH
(HopMma 116-123 yn./mMun). Cpenrsiss YCC Houbto — 130 yu./MuH
(Hopma — 101-108 yn./mun). MakcumansHast YCC — 157 yn./MuH
(19:19) — cunycosbiit putMm. [1ay3 putma, cTuMysioB 6€3 OTBETA
He BbIsiBJIeHO. Ha cuHycoBoM putme ¢ YCC 136 ya./MuH mmpu
pyuHoMm noacuete QT — 3aMenyieHUe 31eKTPUUECKON CUCTObI
Ha 0,07" (QTc — 0,45").

B cBs131 ¢ BBISIBJIGHHBIMM U3MEHEHUSIMU PeOCHOK B BO3pacTe
NBYX MeCSIII€B BHOBb FOCIIATAIU3MPOBaH B (penepaibHbIi LIEHTP
CepAeYHO-COCYIUCTOM Xupypruu YenassOuHcka s mepernpo-
rpammupoBaHus DKC co CHUXEHUEM 4acTOThl 0a30BOI CTUMY-
sy 10 60 B MuHYTY. Ha hoHe cHUKeHM ST 6a30BOI CTUMYJISI-
UK y pedeHka nmo gaHHbIM XM-OKT Habnonaaucy nposiBaeHusI
AB-6sokans I1 crenenu (MoouTiL 2), 3HaUUTEIbHOE YAJTUHEHUE
koppuruposaHHoro uHTepBajia QT ot 450 no 585 mc. Ilo naH-
HOMY TMOBOY P€OEHOK MPOI0JIXKaJ MoJydyaTh TEPANIUIO B BUIE
AmnanpuinHa (5 Mr/Kr/cyT) u KapbamasenuHa (10 Mr/Kr/cyT).

M3 penepanbHOro LeHTpa pedeHOK MepeBeeH Mo Had 0 IeH e
B otaeneHue paHHero Bo3pacta TAY3 OIKB (Openoypr). Ha OKT
oTMeuaJioch nocrossHHoe yanuHeHue QTc ot 0,47 no 0,54 cex
o ¢hopmyie bazerra u no 0,472 cexk — o popmyie Ppenepuka,
MepuoanYecK — OpamuKapaus 10 62 yiapoB B MUHYTY, KOC-
BEHHbIE MPU3HAKU HArPY3KM HA MUOKAP/I JIEBOTO XKeJya0uKa,
MepuoaNYeCcKr — HapyllIeHW s POLIECCOB PENOJISIpU3alluy B BUIE
BbICOKMX 3y0O110B T B oTBeneHms1X V4-V6. 1o maHHBIM 3XOKapIuo-
ckonuu (Dxo0-KC) oTMeuaocs 1ieeBUaHOE OTKPHITOE OBaJbHOE
OKHO U nocyieacTBUsI moctaHoBKK DKC; usMeHeHu it co CTOPOHbI
KJIaTIaHOB U MOJIOCTEH cepAilia He BhISIBJIEHO.
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ITo nanHbIM XM-DKT 'y peGeHKa BbISIBJAEHBI CASNYIOLIUE U3ME-
HeHus: cpenHss YCC 3a cytku — 111 yn./MuH (Hopma — 127-143
yI./MUH), KeJyTouKoBast 9KTOMMYeCcKasi aKTUBHOCTb MTpeCcTaBe-
Ha OIHO OIMHOYHOI XeTYA0UKOBOM 9KCTPACUCTOJION; CyMpaBeH-
TPUKYJISIpHAsi OKTOITMYEeCKasi aKTUBHOCTD MpeACTaBJieHa OIHOM
HaJIXeJy10YKOBOI 3KCTpacucTonoin. OCHOBHOI PUTM — CUHYCO-
Bolit. Cpennsiss YCC nHem — 115 yn./mMuH (Hopma — 149-151 yn./
muH). Cpennsist YCC Houbto — 104 yu./MmuH (HopMa — 115-132 yn./
MuH). MakcumanbHast YHCC — 151 yn./MUH — CUHYCOBBII1 pUTM.
[Tay3 putma, cTumyJioB 6€3 OTBeTa He 3aperucTpupoBaHo. [1pu
pyuHoM noacuete cpenuuii QTc — 0,412", Ha poHe MUHUMAITb-
Hoit YCC — 654 mc no dhopmyie bazerta u 614 mc — 1o opmyite
®dpenepuka, Ha hoHe makcumaabHoit YCC — 476 mc o popmyie
Bazerta n 408 mc — o popmysie @penepuka. Takum o6pa3omM,
eCJIM CpaBHUTH pe3ybTaThl XM-DKI' ¢ f7aHHBIMUY NTpeabl1YILEero
MOHMTOPHMHTA, MOXHO YBUIETh YMEHBIICHHNE 9KTOMMYECKOMN
aKTHUBHOCTH MPAKTUYECKH 10 HYJIsI, HO HapacTaHHUe CTeIeH U
Opaaukapauu u aauteabHocTu QTc, 0cOGEHHO BbIpaKeHHOM
Ha ¢oHe majoit HCC.

Yepes 3 Henesu 1o 1aHHBIM KOHTposibHOTO XM-OKTI'y pebeHka
OTMeYajuch cleAylole U3BMEHEH U : NajibHelillee HapacTaHue
crernenu 6panukapauu (cpennsss YCC 3a cytku — 106 ya./MuH,
nHeM — 110 yn./MuH, HOUYblO — 99 ya./MUH) U yBEIUYEHUE JTU-
tenbHOCTH QTC npu pyuHoM moacuete (cpennuii QTc — 0,460",
Ha ¢oHe MmuHUManbHOi YCC — 663 Mc o dpopmyie baserra
un 626 mc — 1o popmyne @penepuka, Ha GOHEe MAaKCHUMaITb-
Hoit YCC — 516 mc o dopmyiie bazerTa u 440 mc o popmyie
dpenepuka).

Yepes 4 Heaesnu Ha (¢poHE MpoAOJIXKaIOIIecss Tepanuu
o naHHbIM XM-OKT y pebeHka oTMeuanuch ciaenyolme u3mMme-
HEHUSI: COXpaHsijlach Ha MPeXHEM ypOBHE OpaauKapaus (CpeaHss
YCC 3a cytku — 105 yun./mMmuH, nHeM — 110 ya./MUH, HOYbIO —
99 yn./MUH) U posiBJAeHUs yaauHeHHoro QTc mpu pyyHoM noa-
cuete (cpennmii QTc — 0,460", Ha pone muHuMaabpHOI YCC —
635 mc o popmyie bazerrta u 622 Mc 1o popmyiie @penepuka,
Ha ¢poHe makcumalibHoit YCC — 485 mc no hopmyiie bazerra
u 413 mc mo dopmyne @penepuka). Mcxons usz crabunusaimu
nokazaHuiit OKI n3MeHeHU i B TaKTUKE JIeUeHU sl He ObLJI0, pede-
HOK TIPOJIOJIKAeT MOoJyJYaTh Teparuo AHapuiaInHoM (5 MT/Kr/
cyT) 1 KapbamasernuHoM (10 Mr/Kr/cyT).

B nexa6pe 2023 r. mosiyuyeH pe3yJbTaT FeHeTUYEeCKOro oocJe-
noBaHus: B ucciaenyeMoM oopasiie JIHK obHapyxeHa myTaius
B reHe SCNS5A B reTepo3UTroTHOM COCTOSIHU M, SIBJISIIOIIASICS TTPU-
yuHoii pa3zButust LQTS 3-ro tuna. Takxe y naniueHTa ooHapy-
>KeHa MmyTauusi B reHe LAMAZ2 B reTepO3UTrOTHOM COCTOSTHU M.
IMatoreHHbie MmyTauuu B reHe LAMAZ2, KOTOpbIi KOAUPYET
a2-uenb daMuHuHa (OMIM 156225), BBI3BIBAIOT TpyIINY 3a60-
JieBaHM M, 0003HavYaeMblX Kak LAMA2-cBsi3aHHbIE MbIIIEYHbIE
nuctpoduu. boablras yacTh MallMEHTOB C MYTAILIMSIMK B TeHe
LAMAZ2 vmeroT GeHOTUN BPOXAEHHON MbIILIEUHON TUCTpOobUN
(BM[) tuna 1A (Mepo3uH-HeratuHasi BM/[, MDCIA, OMIM
607855). Mepo3uH-HeratuBHass BM/I tuma 1A 3aHumaer rep-
Boe MecTo cpenu BM ]I B 3ammamHbIX cTpaHax, cocTtaBisis oT 10%
10 37,4% cnydyaes BM/I. Meposun-gedunintHasg M1 nmeeT ayTo-
COMHO-PELEeCCUBHBII TUIT HACTEAOBAHUS, T. €. VI pa3BUTUS
3200J1eBaHU I HEOOXOAMMO HaJIMYHe TOMO3UTOTHOI UJIU IBYX
KOMMAayHI-reTepo3UroTHhIX MyTaluii [12].

Peb6eHoK B Bo3pacTe 8 Mec OblJT rocniuTaansnuponaH B OLI
HUKMHW nenuatpuu U 1eTCKONH XUPYPTUU UM. aKaaeMUKa
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IO. E. Benbrumesa (PHUMY), rne cpeaHuit KOppUrupoBaH-
Herit QT-unTepBan coctaBua 546 mc. ITo nanHbIM Dx0-KTI Bpemst
OT 3aKPbITUSI Aa0PTAJIbHOTrO KJjlallaHa 10 OKOHYaHU Sl UHTepBa-
na QT coctaBuio 59-74 mc (24-30% oT NpOIOIKUTETBHOCTH
MeXaHUYeCKOI cucTobl). [Ipu KOHTpOJIE CUCTEMbI CTUMYJISI-
MU HapylueHu# B padbote DKC He 3aperucrpupoBaHo, 6a30-
Basi YacTOTa CTUMYJISLMU CHUXEHa 710 40 uMMn./MUH. YU4UTbIBas
reHeTUYeCKH MoATBepK neHHbIi 111 BapuaHT cuHIpOMa yaIn-
HeHHoro nHTepBaa QT, BbipaxkeHHOE YAJTMHEHEe UHTepBaja
QTc, AHanpuJIMH 3aMEHEH Ha aTeHoJ1oJ (4,2 MT/MTI/CyT), 103a
KapbOamasenuHa yBejandeHa 1o 11 Mr/Kr/cyT, Ha3HaueHa reHo-
crnenuduyeckass aHTUAapUTMHUYecKasl Tepanust — AJJTanuHIH
(JlanmakOHUTUHA TUAPOOPOMU I, AaHTUAPUTMHUYECKOE CPECTBO
ksacca IC) B no3uposke 1,4 mr/kr/cyT. Ha KoHTpoabHOoit DKT
Ha ¢oHe KOMOMHUPOBAHHOI Teparnuu oTMevyaaach MOJOXHU-
TeJibHasi IMHAMKMKA B BUIe YMEHBIIECHUSI ITPOIOJIXKUTEIbHOCTH
uHTtepBana QTc. [Tpu KoHTposibHOM XM — BeIpakeHHasi MoJjio-
JKUTEIbHAsI IMHAMKKA B BUJIe CHUXKEHU S Bcex nmokaszareneit QTc.

Hcxonst u3 BeIlIeU310KEHHOTO MOXHO ObIJIO ObI C/1eJ1aTh BhIBO
0 TOM, UTO nogoopaHHas Tepanus 3¢pGeKTUBHA, OAHAKO, CO CJIOB
MaTepu, y pebeHka B Bo3pacTte 1 roga 4 mec Ha (hoHe MPOBOAU-
MOIi Tepanuu, paHee BIoJjHe 3(p(HeKTUBHOI, BOSHUKIIO NMepBOe
KPaTKOBPEMEHHOE CUHKOTMAJIbHOE COCTOSIHUE C MOKPACHEHUEM
JIMIA U TOHUYECKUM Hampsi>keHWeM MBI, a TaKXKe ABa Mpe-
CHHKOMAJbHBIX 3MM30/1a C UHTEPBAJIOM B CYTKU Yepe3 OHY Helle-
JI10 MOCJIe CUHKOMAaJbHOTO COCTOSIHU S ¢ TOKPACHEHWEM Jinlia
(1m0 5 cek) u Opaaukapaueit 45 ya./MUH MO MOKa3aHUSIM MYJib-
COKCHUMETpA.

JlaHHBIE COCTOSTHMSI MTOCTYK MU TPUIMHOM I3KCTPEHHOM
rocrnuTaau3alMu B IeTCKOE Kapauoaoruyeckoe otaeyneHue FAY3
OJKDB (Openoypr), rae nposeneH X M-OKI, Ha KOTOpOM BbIsiBJie-
HBbI ClIeyIoNIe U3MEHEHUSI: BbIpakeHHasl Opanukapaus B Teve-
Hue cyToK — cpeaHsiss YCC 3a cytku 83 ya./mMmuH (Hopma 107-115
ya./mMuH), cpensis YCC qaem — 90 yn./mMuH (Hopma — 115-127 yn./
MuH), cpentsist YCC Houblo — 73 yn./MuH (HopMma — 99-105 yu./
MuH), MakcumanbHass YCC — 383 yu./MuH — 2KT Bo BpeMs ipuemMa
nuiu, MuHuManabHass YCC — 50 ya./MUH — 311301 HEMOJHOM
AB-6sokazp! 11 cTeneHu Bo BpeMsi JHEBHOT'O CHA; XKeJTy104KOBast
9KTOMMYECKasi aKTUBHOCTb MpeAcTaBjieHa 9 snuzonamMu npo-
oexek KT, MakcuMasbHas npobdexka ¢ yactotoit 383 ya./MuH
(puc. 1), cynpaBeHTpUKYJIsIpHAs SKTOITMYeCKasi aKTUBHOCTH
He MpeAcTaBjeHa; OCHOBHOW PUTM — CUHYCOBBII1; YaCThie MU~
3016l HeroJiHOU AB-610kaab! 11 ctenenu 11 Tuna 2:1 (puc. 2),
peaxkue aru3oabl HeroiHOM AB-6okanbl I1 crenienu I Tuna;
HaBsI3aHHbIE KOMIIJIEKCHI HE 3aperucTpupoBaHbl; AB-npoBeneHue
Ha cuHycoBoM putme — 0,12"; 4494 mays3sl putma 6oee 1,2 cexk,
Ha ¢oHe HernoHoit AB-6nokanst I1 crenenu 11 Tuna 2:1, makcu-
MaJjibHasl may3a MpoaoJIKUTEbHOCThIO — 1662 Mc; oTMeuyaeTcst
noctostHHoe 3amemiienne QT — cpenHee QTc — 603 mc (HopMa —
1o 400 mc), npu pyuHom noacuete QT: Ha MuHUMabHO HCC
QT — 0,76 cek, QTc o hopmyie bazerra — 694 Mmc, o popmyite
®penepuka — 715 mc. Bo Bpems 1aHHOI 3amTMCU 3MTU3010B CHH-
KOMaJIbHBIX U MPECUHKOMAIbHBIX COCTOSTHU I He 3a(pMKCUPOBAHO.

Bo BpeMs npoBeneHust KoHTpoJbHOro XM-OKT (Ha BTOpoit
HeJlesie TOCMUTaIu3auun) 3auKCUpoBaH 3MU30/ CUHKOIAIbHO-
I'0 COCTOSIHU S Ha (hOHE MPOOEXK KU XKeJTYT0UKOBOW TaXUKaApAUU
(puc. 3).

Taxkxe Ha naHHOU KOHTpoJbHOU XM-DKTI ormeuaercs
nporpeccupymliee yxynueHue nokasareneid: cpeansist HCC
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Puc. 1. Mpo6exxka XKeAyA0uUKOBOI TaXUKAPAUHU
U makcumanbHasa YCC [npepocTaBAaeHO aBTOpamu] /
Run of ventricular tachycardia and maximal HR [provided
by the authors]

Henoanas AB-6nokapa Il ctenenu Il Tuna 2:1
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Puc. 2. AB-6n0kapa Il ctrenenu, Mobuty, 2, c npoBeaeHUEM
2:1 [npepocTtaBAeHo aBTOpamu] / AV blockade of the Il
degree of Mobitz 2 with conduction 2:1 [provided by the
authors]

3a cyTKu — 77 yn./MuH, nHeM — 85 yu./MuH, HOYblO — 61 yu./
MUH, MUHUMalbHass YCC — 43 ya./MUH, 31IUM30]1 HETTOJIHOI
AB-o0nokansl Il ctennenu Il Tuna 2:1 (23:17 — HOYHOM COH,
puc. 4); KeJIyIouKoBasi 9KTOIMMYecKast aKTHBHOCTD ITPeACcTaBIe-
Ha mecThio mpobexkkaMmu KT, ot yeThIpex komriekcoB (06:29:30)
¢ UCC 187 yn./muH no ipobexxku ¢ YCC 285 yu./muH (¢ 20:27:55
1o 20:28:20); cpennee QTc — 520 Mc, Tpu pyyHOM MOJICUETE
QT: nHa MuaumanbHoit YCC — 43 ya./mun, QT-0,80" (Hopma —
0,46"). QTc o dopmyiae baszerra — 677 Mc, mo popmyie
Ddpenepuka — 716 mc (puc. 4), Ha makcumaabHoit YCC —
121 yn./muHn, QT — 0,34 (Hopma — 0,26"). QTc o dhopmyie
Baszerra — 483 mc, mo popmyne @penepuka — 430 mc.
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OKOHYaHWE XeAyAOUKOBOW TaxMKapAnUK

Puc. 3. Mpo6exxKa XXenyAOUKOBOW TaXMKapAWM, Bbi3BaBLUasA
pa3BUTHE CUHKONMAAbHOI0 COCTOSIHUA [MPeAOCTaBA€HO
aBTopamu] / Run of ventricular tachycardia, which
caused the development of a syncopal state [provided by
the authors]

Hcxonst u3 Takoil KIMHUYECKOW KapTUHBI U (haKTUIeCKOM
Hed(DHEeKTUBHOCTH KOMOMHUPOBAHHOW aHTUAPUTMUYECKOI
Teparnuu, peGeHOK ObIT TPOKOHCYIBTUPOBAH (TeJeMeTNIIMHCKAST
koHcynbranust) B L HUKHW nenuatpuu u 1eTCKOM XUPypruu
uM. akagemuka 0. E. BenbTuinesa: nposeiaeHa KOppeKusi Tepa-
MUY — 1032 aTeHOJI0JIa yBeJIMUeHa 10 25 Mr B 7-8 yacoB yTpa npu
npooyxaeHuu u 18,75 mr B 18:00, n03a AntanMHUHA yBeIUYEeHA
110 4 MT uyeThipexabl B 1eHb (7-8, 13:00, 18:00 u 23:00), no3a kap-
6amasenuHa (PuHIencuH) moBbiieHa 10 50 Mr yTpom 1 100 M
B 21:00. Hameuena nata rocniutanusanuu B @I HUKUW negna-
TPUU U AeTCKOU xupypruu uM. akagemuka tO. E. Benbtuinesa nis
MMIUIAaHTAlMU KapauoBepTepa-aehuopuisgTopa (mokazaHue —
3aperuCcCTPUPOBAHHBIC TTPUCTYITHI CAHKOIIE BO BpeMsI TPOOeXeK
KT Ha oHe Tepanuu B-aapeHoOJIOKATOPaAMMU).

SAKAKQUYEHMUE

Ocob6eHHOoCcTSIMU KauHU4Yeckoro ciaydass LQTS y nanHoro
pebeHKa SABASIIOTCS:

© OUYeHb paHHee MposiBJIeHUe 3a00J1eBaHU s, T. K. OpaauKkap-
NU S BBISIBJISIJIACH YK€ BHYTPUYTPOOHO, UTO PE3KO KOHTPACTU-
pyeT, HarpuMmep, ¢ KinHudeckuM ciydyaem LQT3, onmucaHHbIM
N. 1O. MenbHUKOBOI 1 coaBT. (mposiBieHue B 8 jieT) [1] uau He-
yTouHeHHbIMU cydassmu LQTS c ne6iotom B 16 1 12 J1eT cooTBeET-
ctBeHHO, onucanHbiMu E. I. Muxaiinosckoit u H. A. CKkypaToBoii
c coasT. [13, 14];
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Puc. 4. AB-6n0okapa Il ctreneHun, Mobuty, 2, c npoBepeHHeM
2:1 n4YCC — 43 yp./MUH [npepoCTaBACHO
astopamu] / AV blockade of the Il degree of Mobitz 2
with a conduction 2:1 and heart rate of 43 per minute A
[provided by the authors]

© HETUITMYHAS KIMHUYeCKast KaApTUHA B BUJIE TIPUCOCTMHE-
HUs Opaaukapauu 1o 43 yn./MuH u AB-06J10kanbl BTOpOro TUIa
¢ npoBeneHueM 2:1 Ha poHe SKCTpeMabHO YIJIMHEHHOTO MHTEP-
Bayia QT B monoTHeHUE K TAMTMYHBIM CHHKOTIaJIbHBIM COCTO-
SIHUSIM, CTaBsI1asl MO COMHEHHE BO3MOXHOCTb Ha3HAUYEH U ST
B-anpeHo06J0KaTOPOB crielMaIUCTaMU, He UMEIOIIIMMU TJTyOOKUX
3HaHuii o LQTS, T. K. yKa3aHHbIe U3MEHEHU ST OOBIYHO SIBJSIIOTCS
MPOTUBOINOKA3aHUEM JIJIsI UX HA3HAYECHUST;

© HETUTTMYHBIE YCIIOBUSI IMOSIBICHU S CHHKOTATbHBIX COCTOSTHU I
(TpUTTephbl), He COOTBETCTBYIOLIME OMTMCAHHBIM B IUTEpAType Mpu
LQT3 (coH), T. K. 3aperucTpUpOBaHHbIE CUHKOMNAJbHbIE U Mpe-
CUHKOMAJIbHbIE COCTOSIHU S TTPOSIBJISLIUCH Y MallMEHTA BO BpEM S
0oapCcTBOBaHUS (HAaTIpUMEp, BO BpeM sl KOPMJICHU);

© OTCYTCTBUE IMOJIOXKUTEIbHOI'O OTBETA HA CIielIM(PUUECKY IO
aHTUAPUTMUYECKYIO Tepanuio, YTO TpeOyeT OUeHb paHHE!
UMIUIAaHTALlUU KapauoBepTepa-aeduopuisitopa ajs coxpa-
HEeHUSI XKU3HM MaIlUeHTY;

© OTCYTCTBHME MPU3HAKOB 3200JIeBaHUS y IBYX 00Jiee CTapIInX
CUOCOB MalMeHTa U ero poauTeseit, HECMOTPSI Ha ayTOCOMHO-
JTIOMUHAHTHBII XapakTep 3a00J1eBaHUS;

o yMeronleecs y nalMeHTa couetaHue mytauuii B reHax SCNSA
u LAMAZ2 B reTepOo3UroTHOM COCTOSTHUU.

YKa3zaHHbIe 0COOEHHOCTHU KJIMHUYecKoi KapTuHbl LQT3
Y KOHKPETHOTO MalMeHTa MOKa3blBaIOT, YTO HECMOTPSI Ha CBOIO
BBICOKYIO IMarHOCTUYECKY0 3HAYMMOCTb FeHETUYECK Ui aHaIU3
He SBJISIETCSI OKOHYATEIbHBIM U IOJIKEH 00s13aTeJIbHO COOTHO-
CUTbCS C KIMHUYECKON KapTUHOM 3a00JIeBaHUSI.

B npencraBieHHOM ciiyuyae BaxXHO MH(GOPMUPOBaAHUE MalU-
€HTa 0 HEOOXOAUMOCTHU MOCTOSTHHOTO MPOBEIEHM I Ha3HAUYECH-
HOli Tepanuu. boabHbIE JOJTXKHBI 3HATh, YTO MPU CAYYaNHON
OJIHOKPATHOI OTMeHe mpernapara 6a3ucHOM Tepanuu NpuMepHO
Ha 4% TOBBIIIAETCS PUCK Pa3BUTU S XKU3HEYTPOKAIOIINX apUT-
Muii. CMeHa nJiK OTMEHA Teparuu MPOBOAUTCS UCKITIOUUTEbHO
noJ KOHTpoJieM Bpaya. [lepen HauaioMm npuemMa npenaparon Mo
MOBOJlY COMYTCTBYIOLIEI MaToOJOrMU A0JKHA ObITh MPOBEACHA
KOHCYJIbTAIIMS € JieyallliM BpayoM O MPeAOoTBpallleHUU CUTya-
LW, CONPSIKEHHBIX ¢ (hOPMUPOBaHKMEM NedUIIUTa Kaaust NN
MarHusl, U cKopeiiiasi KOppeKI st 3TUX COCTOSTHU M, €CIM OHU
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MeaunaTpuna

BO3HUKJIU. POICTBEHHUKH TOJKHBI OBITh 00YUYEeHBI TIpaBUJIAM
OKa3aHU4 cepiedHo-IerouHoil peanumanuu [14]. JIB

Bknap aBTOpOB:

ABTOpbI BHECAM PaBHbIM BKAAA Ha BCEX dTanax paboTbl U HanucaHus
CTaTbu.
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