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SV «lnemumym sazanvnoi ma negioknaonoi xipypeii iveni B. T. 3atiyesa Hayionanvhoi akademii meouunux nayk Yipainuy, Xapkie, Vipaina

MeTta podoTH — IPECTABUTH CyJacHHI MO Ha pobinemMy cuHapoMmy mofosxkeHoro intepBary QT (LQTS) y miteit, mo 103BoIUTH
CBOEYACHO MONEPEIKYBATH PO3BUTOK PANTOBOI CEpPLIEBOi CMEPTI B AUTAUOMY Billl Ta MPOLTIOCTPYBATH TaKTHKY BeleHHs xBoporo 3 LQTS
BJIACHUM KJIIHIYHUM CIIOCTEPEKECHHSIM.

V po6oti HaBeIeHO OIIA CydacHO] JiTepaTypy 00 IPHYNH Ta MEXaHI3MiB PO3BHTKY, AiarHocTnk Ta TikyBauHa LQTS y xireit. [Ipen-
CTaBJICHO BIAcHE KIiHIYHE criocTepeskeHHs mitiTka 3 LQTS ta TakTuky ioro BeneHHs.

Bukianeni Marepiany 103BOJISTh PO3LIMPHUTH 3HAHHS JikapiB-nieniatpis npo LQTS sk npeankropa daranpHuX HOPYIIEHb PUTMY CEpLIs
y JiTel Ta JamyTh MOXKIIMBICTH CBOEYACHO TIONEPEKYBATH PO3BUTOK PAIITOBOI CEPLIEBOI CMEPTI B IUTAIOMY Blli.

KurouoBi ci10Ba: cuaapom noporxeHoro intepsany QT, cHHAPOM panToBoi ceprieBoi cMepTi, KaHaJIOMAaTil, TaXiKapAis THITY «IipyeT», TiTu.

UDC 616.12-008.46-036.886-053.2

G. S. Senatorova?, O. V. Omelchenko?, I. M. Galdina®2, O. V. Buchnieva®?

LONG QT SYNDROME IN PEDIATRIC PRACTICE

!Kharkiv National Medical University, Kharkiv, Ukraine

2Kharkiv Regional Children’s Clinical Hospital, Kharkiv, Ukraine

IState Institution “Zaycev V. T. Institution of General and Urgent Surgery of the National Academy of Medical Sciences of Ukraine”,
Kharkiv, Ukraine

Introduction. Long QT syndrome (LQTS) refers to channelopathies characterized by prolongation of the QT interval with occurrence of
palpitations, syncope, and anoxic seizures secondary to ventricular arrhythmia, classically torsade de pointes.

The purpose of the work — to present a modern view of the problem of LQTS in children, which will allow preventing the development
of sudden cardiac death in children’s age in a timely manner, and to illustrate the tactics of managing a patient with LQTS with own clinical
observation.

Materials and methods. The research was based on modern literary sources devoted to etiology, pathogenesis, clinical manifestations,
treatment, and management tactics of different variants of LQTS in children. The analysis of the original clinical observation of a teenager
with congenital LQTS is presented. The research was carried out following the principles of the Helsinki Declaration. Informed consent of
the parents was obtained for the research. The authors declare no conflict of interest.

Results. The work provides a review of modern literature on the causes and mechanisms of development, diagnosis, and treatment of
LQTS in children. The article presents individual clinical participant data of a teenager who was diagnosed with congenital LQTS and the
tactics of its treatment. In order to prevent sudden cardiac death, the child was prescribed B-blockers and a defibrillator-cardioverter was
installed.

Conclusion. The presented materials will allow expanding the knowledge of pediatricians, family doctors and children’s cardiologists
about LQTS as a predictor of fatal heart rhythm disturbances in children and will provide an opportunity to timely prevent the development
of sudden cardiac death in childhood.

Key words: long QT syndrome, sudden cardiac death, channelopathies, pirouette-type tachycardia, children.
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Beryn. OnauM 3 HalOutbll HEOE3NEUHHX 3aXBOPIO-
BaHb 13 PU3MKOM PO3BUTKY parnToBoi cepueBoi cmepti (PCC)
APUTMOTEHHOTO T'eHe3y € CHHAPOM IOJIOBKEHOIO iHTepBaILY
QT (anm. long QT syndrome, LQTS) [1; 2]. IlomupeHicts
LQTS y 3arampHiii momyssiiii y ceperHbOMy CTaHOBHTH
1:2000-1:2500 oci6 [1; 3; 4]. HeoOxigHO 3a3HAYHTH, IO 10
i€l KUTBKOCTI BBIMIDIA XBOpL, ¥ SIKAX 3a(iKCOBaHE ITOIO-
pxkerHHs iHTepBany QTc (kopuroBanoro) 3a manumu EKT, ta
HE BpPaxOBYBIM THX, y KOro OyB MO3WTHBHHII T€HOTHI 3a
pe3yibTaTaMi MOJIEKYISIPHOTO CKpHHIHTY, aie 30epiramach
HOpMasbHa TpuBaiicTs QTc, TOMy CrpaBXHS PO3MOBCIOHKE-
HICTB aTOJIOTII, BIpOTiAHO, 3HaUYHO Oiibiia. Tak, 3a TaHUMU
pi3Hux aBropiB, yactora BusBieHHs LQTS craHoBuTH Bin
1:2500 mo 1:20000 oci6 [1; 4; 5; 6]. BiamosiaHo, Ko B Ykpa-
HI IOPOKY HAPOIDKYETHCSI 10 MIBMUIbIOHA NITEH, cepeln HuX
Moxxe OytH Bix 50 o 200 namientiB i3 LQTS i HeGe3nekoro
possutky PCC y Mononomy Biui [7]. Beakaerscs, mo LQTS
TPAIUISETHCS Y BCIX BIKOBUX Ta €THIUHMX rpymax. [eHuepHe
crmiBBimHOmeHHS st LQTS 1,6-2:1 Ha KOpHCTH >KIHOYOT
CcTaTi, 0COONHMBO TIOYMHAIOYH 3 TIUTITKOBOTO BIKYy [8].

VYei popmu LQTS BinmosiaHi 3a Tpetnny Bunaakis PCC
Ta 6mm3bpko 20% panToBoi cmepti HemosiAT [9; 10; 11].
3a maHUMH JTITepaTypH, CMEPTHICTh y pa3i HEIIKOBaHHX
BpomkeHnx ¢popm LQTS nocsrae 75%, mpu 1ibomMy 6IU3BK0
21% piteil TOMHUPAIOTH TPOTIATOM POKY IICIs TEPIIOro
CHHKONAJILHOTO erizony 1 1o 50% B mepiie IecsTUIiTTS
KUTTA [12; 13].

Meta po00TH — NIPEACTABUTH CY4YaCHUI MOMNISAA Ha
mpobiemy cuHapoMy nogosxkeHoro iHtepsany QT (LQTS)
y JiTeH, 10 JO3BOJUTH CBOEYACHO ITONIEPEKYBaTH PO3-
BUTOK PANTOBOI CEpPLEBOi CMEPTi B JUTAYOMY Billi Ta Mpo-
UTFOCTPYBAaTH TaKTUKY BeleHHS XxBoporo 3 LQTS BnacHuM
KIIIHIYHAM CTIOCTEPEIKCHHSIM.

Marepiaau i meroau. IlpoBeneHo HOITYK CydacHHUX
JTepaTypHUX JPKEpesT Ha eTIONOTiio, MaToreHes, KIiHivHi
MPOSIBY, JTIKYBaHHsI Ta TAKTHUKY BCICHHs Pi3HUX BapiaHTIB
LQTS y nireii. [IpencrapieHo aHasi3 BIaCHOTO KIIIHIYHOTO
criocTepexeHHst mimtitka 3 Bpomkenum LQTS. Jlocmi-
JUKEHHS BUKOHAHO BIATNOBIIHO A0 TpHHLMIIB [enbciH-
cbKol Aekiapanii. Ha nmpoBeeHHs JOCTIPKEHb OTPUMAaHO
iHpopMOBaHy 3rosy OaTbKiB JUTHHH. ABTOPHU 3asBIISIOTH
TIPO BiJICYTHICTH KOH(IIIKTY iHTEpeCiB.

Cunapom nogosxenoro inrepsaiay QT — e rene-
THUYHO 3yMOBJICHA TIATOJIOTIsI IOHHUX KaHAJIIB, III0 XapakTe-
pHU3Y€EThCS TOAOBKEHHAM iHTepBany QT, 3 BUHUKHEHHAM
oNiMOPQHOI MITYHOYKOBOI Taxikapaii Tumy torsades de
pointes (TaxikapZii THITy «IipyeT») i pamToBoi cepIrieBoi
cmepri [1; 2; 35 5; 7].

Harenep LQTS acoiiroroTh 3 Tak 3BaHO0 «IIEPBUHHOO
CJIEKTPUYHOI0 XBOPOOOI0 cepirs» (primary electric heart
disease), 1110 BUABISETHCS B 0C10 0€3 KOTHUX O3HAK Opra-
HIYHOI 1aToJIoTii CepreBO-CYIMHHOI CUCTEMH, Ta BHKIIIO-
Yyae BPOKEHI CTPYKTypHI aHomauii cepryst [14; 15].

Buninsrors Bpomkennit Ta HaOytuii LQTS. Cunapom
BPOJUKEHOT0 TTo/1oBXkeHoro iHTepBairy QT — 11e mopyuieHHs
CEepIIEBOTO PUTMY T'€HETHYHO JIETEPMiHOBAHE 3 TIEPEBAKHO
ayTOCOMHO-/IOMIHAHTHAM THIIOM ycraJakyBaHHsA. HaOyte
mofoBxkeHHs iHTepBamy QT TpamnseTpcs Ha T ACIKHX
3aXBOPIOBaHb, IOPYIICHb EIEKTPONITHOrO OamaHcy abo
3aCTOCYBaHHSI Ipernaparis, siKi MOIOBXKYIOTh iHTepBan QT
[1;3;16; 17].

orJjiin JIITEPATYPHU

IcTopist BIIKPUTTS CHHAPOMY, HaWOUIbII HMOBIpPHO,
nounHae Biutik 3 1856 p., xomu T. Meissner onucas pan-
TOBY CMEpTh IIijI 4ac CTPECOBOI CHTYyaIlil AIBYMHH 3 TYro-
BYXICTIO, y ciM’T SIKOT I1le JIBO€ JiTel MOMEpJH 3a aHajo-
riuaux oocraBuH [18]. Tineku yepe3 100 pokiB A. Jervell
i F. Lange-Nielsen (1957 p.) npeacraBuiy moBHUH KITiHIY-
uuii onmc LQTS y 4oTHpboX WieHiB oxHiel ponuHy 3 BpO-
JOKEHOIO TITyXOTO10, YaCTHMHU HallaJaMy BTPaTH CB1IOMOCTI
i critikum nogowxkeHH:AM iHTepBary QT Ha EKT [19]. Hesa-
GapoM, He3aJIeKHO OIMH BiJl OJHOTO, iTATIMCHKHAN MemiaTp
C. Romano (1963 p.) ta ipmanacekuii nemiatp O. Ward
(1964 p.) Hamamu CHIOCTEPEKEHHS aHAJIOTIYHOTO CHH-
Jipomy, aje 6e3 Bpopkenoi riryxotu [20; 21].

Takum unHOM, 3 1964 p. BijOMI JiBa BapiaHTH CMAJIKO-
BOTO CHHJIPOMY ToJI0BkeHoro inTepBaity QT: Pomano-Yopna
(ayrocomHo-mominanTHuil) i J[xepBeiia-Jlanre-Hinbcena
(ayTocomMHO-peniecuBHUI). B ocTaHHBOMY BHIIAJIKY MOJO-
BKkeHHs iHTepBany QT moeaHyeThCs i3 BPODKEHOIO ITyXO-
Toto. Beranosneno, mo cuaapom Pomano-Yopaa Bu3Hava-
I0Th y momyJsii 3 actotoro 1:10000, a B qursgoMy Birli
Bixg 1:3000 mo 1:7000 [1; 18; 22]. Cunnpom Jlxepemia-
Jlanre-HinpceHa BBaXKae€ThCA PiAKICHOIO TATOJIOTIEI0, Tpa-
wiseTbes 3 yactotoro 1:100000-200000 ycroro HaceneHHs
i CTaHOBUTH MeHII 1% Bix yCiX MiarHOCTOBAaHUX BHIIAIKIB
reHetnuHo aerepminoBaHoro LQTS [18; 23; 24].

OcnoBHoro prcoro LQTS e noBumid, Hix y HOpMI iIHTep-
Bast QT. Inrepran QT BuMiproeThes Bij movarky 3yous Q
Jo KiHng 3youst T. SIkmo inenTudikarist TOUKkn 3aKiHYSHHS
3yors T ycknannaeHa, inTepBan QT BUMIPIOETHCS 10 MicCIls
MepeTHHY 130UIEKTPUYHOI JIiHIT Ta JIiHI1, JOTUYHOI 10 TyTH
3yors T [25; 26].

Iarepanr QT Ha emexrpokapmiorpami (EKT) sBimse
c000I0 Yac BiJI MOYATKY IETOAPU3AIIii IUTYHOUKIB 10 KiHIISA
peronspu3anii, TaKAM YHHOM BiOOpa)karoud TPUBAJICTH
MOTeHIiany Aii nuryHoukiB. Ha KmiTHHHOMY piBHI MOTEH-
mias 7il MioKapia XapaKTepH3YEThCs MOCIIIOBHOIO CITiB-
JU€EI0 PI3HUX IOHHUX KaHaIB (Kali€BHUX, HATPIEBHX, KAJIbIIi-
€BUX) [25; 27]. Y miteii TpuBainicth iHTepBany QT meHa,
HIX y fnopociux [7]. HasBHi Tabmuii, B SKUX TpeACTaBIIeH]
HOPMAaTHBH EJIEKTPUYHOI CHCTONM IIUTYHOUKIB (iHTepBa
QT) nmist Takoi cTarti, BIKy i 9aCTOTH CEPILEBUX CKOPOUCHB.
Slkmo y mamienTa TpuBadicTh iHTepBay QT mepeswuirye
nokasHUKH Oinmbine, HiK Ha 0,05 ¢, To e BKasye Ha TOMO-
BKCHHS CNICKTPHYHOI CUCTOJH IITYHOUKIB [18; 25].

Jnsa o6’extuBHOL orinku iHTepBary QT KOpHCTYIOTBCS
KOPHTI'OBaHHUM (3 TTOMPABKOIO HAa YaCTOTY CEPLIEBHX CKOPOUCHD
(UCC) inTeppanom QT (QTc), mo Bu3HAYaeTHCS 3a popmy-
namu baszerra (Bazett) i ®penepika (Friderici) [28; 29].

Hopmaibhi 3HauenHst intepsanty QTc neMoHCTpyrOTH
BaKJIMBI BIIMIHHOCTI, 3aJICKHI BiJT BIKYy Ta CTaTi, sIKi CJIiJl Bpa-
xoByBat# B ooroBoperni LQTS (tadm. 1). [30; 31; 32; 33].

Tabmuus 1
Ioporosi piBHi inTepsany QTc
(apanToBaHo 3a Bayes de Luna, 2011) [7]

Bikosi
Tarenaepui | Hopmanbpnuii | Ilpomickuuii | IloxoBikenuii
KaTeropii
Bik 1-15 pokiB <440 440-460 > 460
YomoBikn <430 430450 > 450
Kinkxu <450 450470 > 470
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I'enernuna npupona Bpomkenoro LQTS ymepiue Oyna
omucana Keating et al. y 1995 p. [34]. Haremep Bimomo
17 reniB, y HuX ineHTudikoBaHo Onm3pko 600 wmyra-
wiil, siki mpu3BomsATh 10 po3Butky LQTS [35; 36]. Haii-
OUThII po3moOBCIODKeHUME BBakaroThest LQTS1, LQTS2,
LQTS3 tumu — g0 90% ycix BumankiB Bpomkenoro LQTS
[11; 37; 38]. IIpu mpomy Omm3pko 15-20% oOcTesxeHnx
3 KIHIYHAMH Ta eIEKTPOKapHiorpadivHUMH TIPOSBAMHU
LQTS He MatoTh i1eHTH(IKOBAHIX TeHETHYHIX 3MiH [3; 39].
HesBakaroun Ha mmpoke reHeTHdHe pisHOMaHITTI LQTS,
3arajbHi TPOSBU HOTO TATOTEHE3y 3arajoM OIHAKOBI UIS
oynb-sikoi popmu. OcroBy LQTS CTaHOBIATH MOPYIICHHS
B Oy/10Bi 10HHHX (KaJII€BUX, HATPIEBHX, KAJIbII€BUX) KaHAIIIB
KapliOMiOLIUTIB, SIKI (POPMYIOThCS OUIKAMH, 110 KOJYIOTHCS
BkazaHuMu Bumie 17 reramu [36; 40]. JduchyHkmis mux
IOHHMX KaHaiB a00 OUIKIB, OB’ I3aHMX 13 BHYTPIIIHBOKIII-
THHHHMM 10HHAM TPaHCIIOPTOM, ITPU3BOIUTS JI0 MOJIOBKEHHS
TPUBAJIOCTI MOTEHLIATY [Iil, T€TEPOreHHOCTI PEeNoIIpU3aLii
1 TaxiapuTM™ii, IHIyKOBaHOI MeXaHi3MoM pieHTpi [1; 25; 41].
[NomorkeHHS MOTEHITIAIB i1 301IbIITY€e HMOBIPHICTB TpaHC-
MEeMOpaHHHUX KOJWMBaHb HANpPyTH, 110 BUHUKAIOTH ITif] Yac
JETIONSIPU30BAHOTO TIOTEHIAy Aii MIOIUTIB (paHHS TOCT-
JeTIONSIpHU3artist). SIKIIo TpUBaNiCTh MOTEHITIATY JTii MiOIUTIB
Ha JIOKaJIbHIN AUIHII 3MIHIOETBCS, I1i KOJIMBAHHSI MOXKYTh
PEeaKTHBYBATH CYCIZHI MIOLMTH, SIKI PEHOJISIPH3YBaJIUCH,
1 TAKMM YMHOM CTaTH NPUYMHOIO BUHUKHEHHS LTy HOYKOBOT
taxikapmii Tumy «ipyer» [1; 4; 8; 41]. [lipyerHa taxikapis
(Torsades de Pointes) — e cnenmdiuna hopma momimopd-
HOI IUTYHOYKOBOI Taxikapiii y Mali€eHTiB i3 CHHIPOMOM
nofogxeHoro inrepaiay QT, 1m0 XapakTepu3yeThes MIBUI-
KnMH HeperysipHuMu QRS-kominiekcamu, sIKi BUIIISIAI0Th
HIOW «TIepeBepTAIOTHCS» HABKOJIO 130JIiHII €NEKTPOKapio-
rpamu [25; 42].

st apuT™Misi MOXKE CITOHTAHHO MTPUITHHUTHCS a00 TpaHC-
(dopmyBarncs y QiOpHIIAIifo TUTYHOUKIB. PH3UK nuTyHOU-
KOBOI Taxikapfil THITy «IipyeT» 3aJeKHTh BiJ CTYIEHs
nonopxkeHHs iHTepBaity QTc, 0co0aMBO SKIIO BiH CTaHO-
BuTh >500 Mmc [18; 42; 43]. Kpim toro, LQTS 3na4no mija-
BUIIly€ Yy TIMBICTh MiOKap/a /10 BIUIMBY CUMIIATHYHOT Hep-
BOBOT CHUCTEMH, [0 CTAE NPUYUHOIO YaCTHX TaxXiapUTMIH,
3[aTHUX MTPUBOANTH 110 (BiOpmswii nuryHoukis. [Tpu ibomy
y pi3Hux renernyHnx TuniB LQTS Big3Hawaerbcst pizHa
Yy TIUBICTH A0 THX 200 iHmux BruuBiB. Hampukman, LQTS
| THmy XapaKTepU3YeThCS CHHKONAIBHUMH HaraJaMu
1 apuT™iero i gac ¢izngHoro HaBaHTakeHHs, y LQTS 2
THITy aHAJIOTIYHI MPOSIBH CIIOCTEPIraloThes y pas3i IIyMHUX
1 pi3kux 3ByKiB, st LQTS 3 tumy, HaBmaku, Oi1pI1 Xapak-
TEPHI PO3BUTOK apUTMIi 1 GiOPHITALH y CIIOKIHHOMY CTaHI
(Hanpukiam, mia vac cuy) [2; 3; 5; 44; 45].

VY peamnizanii npossie LQTS 3HauHy posb BiIirparoTh
Mozau(ikoBaHi Ta HeMOAM(DIKOBaHI YNHHUKU PU3HKY 1100~
pxkeHHs iHTepsany QT [15; 31; 46].

Moougpikosani  uunnuku - pusuUKy
inmepeany QT:

1) enexrponiTHui aucOanaHc (HyooTa, ONFOBOTa, Iia-
pesi, JMKyBaHHS TCTICBUMH JiypeTHKAMH, TilTOKaJlieMisd,
TiTOKaJTbITieMis, TiTToMaruesiemis);

2) TimoTHpeos;

3) ToNoxyBaHHA UM OXKHUPIHHS,

4) opmHOYAacHE 3aCTOCYBaHHS IHTIOITOPIB CHCTEMHU
uuroxpomis P 450, o nogowxyroTh inTepsai QT;

n0006IICCHHA
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5) nikapchki 3aco0M: aHTHOIOTHKH (a31TPOMILIMH, Kila-
PUTPOMILIMH, KIIHIAMIIMH, EpPITPOMIIMH, IHITPOQIOK-
CallMH), NPOTUTYOEepPKyIbO3HI mpernapatu (i30Hia3un),
npoTUrpuOKoBi mpenapat ((uIyKoHA30)1, KETOKOHA30I1),
AQHTHApUTMIYHI Tpenapartd (XiHiAWH, JigokaiH, dekai-
HiJI, pPUTMOHOPM, KOPAApOH, COTAJION, aiiMalliH), CepIeBO-
CYIWHHI 3aco0m (aJpeHaiiH, KaBiHTOH), TaCTPOCHTEPOIIO-
riuHi mpemapatu (IU3anpig, TOMICPUIOH, OHIACETPOH),
aHTHTICTaMiHHI (acTeMmizon, TeppeHaauH), IlypeTHKU
(pypocemin, rigpoxmopTiaszia, iHAaIaMIT), HEHPOIETITUKA
(Taymomepua0, IPONIEPHUIOI), aHTHICTIPECAHTH (aMIiTpHII-
TUITIH, [UTajI0npaM, GpeHoriasin) Ta aeski inmi [47; 48].

Hemoougikosani yuHHUKU PUBUKY NOO0BIHCEHH
inmepeany QT:

1) ciMeiiHMiI aHAMHE3 pANTOBOi CMEPTi (BPOIKEHE
nogoxkenHst intepainy QT, rennuit moaimMopdizm);

2) CHHKOIIAIILHUH CTAH B aHAMHE3i;

3) mouarkoBe nooBxkeHHs iHTepBary QTc B anamHesi;

4) >xiHOYa CTaTbh;

5) CTPYKTYpHI 3aXBOPIOBaHHS MiOKapAy/AuC(yHKIIiS
JBOTO MUTYHOYKA;

7) HEpPKOBa HEAOCTATHICTD;

8) mopymeHHs MeTaboi3My MpernapaTiB y MEeHiHII.

Cepen mited neOOT PEUUAMBYIOYOI KIIHIYHOI CHMII-
tomarnku LQTS BinOyBaerbes y Biui 5—15 pokiB, Haid-
yacTime y MUITKIB — y cepeiHboMy y Bili 14 pokiB
[2; 5; 13; 20].

CriekTp KJIIHIYHUX MPOSIBIB BapilO€ Bijl MOBHOI BiICYT-
HOCTI CHMIITOMIB JI0 CHHKONAJIBHUX CTaHIB Ta PanToBOi
cmeprti. TpuBaicTs BTpaTu CBiIOMOCTI CTAHOBUTH Y Cepe/l-
HbOMY |—2 XBWJIMHH 1 B ITOJIOBHHI BUMAJIKIB CYIPOBOIKY-
€ThCA CTTENTH()OPMHIMHA, TOHIKO-KIIOHIYHIMH CyTOMaMU
3 MEUMOBIUTFHIM CEUOBHITYCKaHHSM 1 nedekartiero [16; 18].
CunkomnanbHi cranu npu LQTS 3ymoBneHi po3BHTKOM
MoIiMOp(HOT NITYHOYKOBOI TaxXiKapAii THIY «IIipyeT».
Pinko XBopwHii CKapKUTHCS Ha CEPIEOUTTS TIepe]] BTPATOIO
cBimoMocTi. [TaTOrHOMOHIYHMM € CHHKOTANIbHI CTaHH, SKi
MIPOBOKYIOThCS (DiI3UIHUM Ta/ab0 eMOIIMHUM HAaBAaHTAXKCH-
HSIM, PI3KUM 3BYKOM, IIaBaHHAM [5; 7; 22; 45; 46].

Oco0nuBocTi cuHkonanbHux crais npu LQTS:

— BHMHHKAIOTh, SIK IPaBHMJIO, HA BHCOTI ICHUXOCMOIIi-
HOTO 200 (Pi3MYHOTO HABaHTAKCHHS,

— THIIOBI TIPOBICHHUKH (pamToBa 3arajbHa CIAOKICTB,
MTOTEMHIHHSA B 04aX, CEPLIEOUTTS, TSHKKICTB 32 TPYIAHHOIO);

— IIBUJIKE, O€3 aMHe311 1 COHIMBOCTI, BIIHOBJIECHHS CBI-
JIOMOCTI;

— BIACYTHICTh 3MiH OCOOMCTOCTI, XapaKTepHHX IS
XBOPHUX Ha EMiJIeTNcito.

Kniniuna knacudikamis LQTS rpyHTyeThcs Ha 0CO-
O6nmuBoCTAX #oro mepebiry. BuainsioTh 4oTUpU OCHOBHI
KJiHIYHI BapianTH nepebiry LQTS [2; 3; 25; 46]:

— cuHkorie + nonosxkenHs inTepBary QT (38%);

— 13ompoBane nonosxkeHHs inrepsary QT (40%);

— CHHKOIIE ITiJT 9ac BiZICyTHOCTI MOJOBKECHHSI IHTEpBaITY
QT (11%);

— IpuXoBaHa popMa — «HiMay, JIATeHTHHH 1Tepedir CHH-
JIPOMY.

HeoOxizHO 3a3HaumTH, W0 X 4Yac 30WpaHHA aHAM-
He3y HaWOUIbIIy yBary HEOOXigHO MPHIUTATH TOKIAJHIN
XapakTepHCTHIIl CUHKONAIIBHUX CTaHiB: BIK MaHi(ecra-
il cuHKorne, (hakTopH, IO MPOBOKYIOTh CHHKOIE, 0CO00-
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JIMBOCTI TIOYaTKy Ta 3aKiHYCHHS Harajay, CaMOIO4yTTs
micyst BiTHOBJIEHHS cBigoMocTi. OOOB’SI3KOBOIO YaCTHHOIO
00CTe)XEHHSI € CKIIaJIaHHs CIMEHHOTr0 aHaMHe3y (HasBHICTb
y poauuiB 1 i 2 CTymeHs CIIOpiIHEHOCTI HamaJiB BTPaTH
CBIZIOMOCTI Ta/a00 BWIIAJKIB PalTOBOI CMEPTi BIKOM JO
40 pokis; nonowxenHs iHTepBany QT na EKI y wienis
ciM’i Ta/abo y pomudiB, a TAKOXK YPAKCHUX UICHIB CiM ')
[5; 46; 48].

[Ting yac mpoBeAeHHS CTaHAAPTHOTO KIIIHIYHOTO OTJISTY
HEOOXiHO 3BEpHYTH yBary Ha HasSBHICTh ()EHOTHITIYHHX
ocobIMBOCTEH, XapakTepHuX T BapianTiB LQTS 3 mynb-
THUCUCTEMHUM ypaxeHHAM. CHHAAKTHUIISI TpPaIUIseThCs
y 100% BunazakiB npu cunapomi Timori. [yis xBopux i3
curapomom J[xxepseia-Jlanre-HinbceHa xapakrepHa Bpo-
JUKeHa HEeHpOCEHCOpHa MpHITyXyBaricTh. [Ipu cunapomi
Amnpepcena-TaBina BUSBISIOTHCS TaKi CTUTMH JTA3EMOPio-
reHe3y, SIK HU3bKO IT0Ca/PKeH] ByIIIHI PAKOBHHH, T1IIEepTEso-
pu3M, Ae(eKTH M’SIKOTO Ta TBEPAOTO MiJHEOIHHS, MIKpO-
THATIS, KIMHOMAKTWIIISA Ta CUHIAKTIUIISA, HU3bKHU PICT Ta
ckoyio3 [2; 6; 15].

BinmoBimHO 0 CyYacHMX peKOMeHmamiid €Bporei-
cekoro ToBapucTBa Kapmionorie (ESC, 2022) mposin-
HUMHU JiarHOCTHYHUMHU Kputepismu LQTS € TpuBamicTh
QTc>480 mc na mopropuux EKI' y 12 BigBeneHHsAX abo
pusuk po3Butky LQTS>3 OaniB 3a MoxihikoBaHOO IIKa-
noto niarHoctuku LQTS (tabdi. 2). 3a HasBHOCTI B aHaM-
He31 HEMPUTOMHOCTI apUTMOT€HHOTO T'eHe3y a0 3yNHUHKH
cepus BuszHaueHHs QTc>460 Mc HOCUTH Ui BipOTiIHOT
miarnoctuku LQTS [5; 48].

B oHoBieHHsAX KiniHIYHOT npakTuku KaHajacbkoro kap-
nioBackyisipHoro toapuctsa (CCS, 2023) mono BeaeHHs
narfieaTiB 3 LQTS pexoMeHIyIoTh BKIIOYATH TECTYyBaHHS
Ha OiroBiif mopikmi 3 (i3WIHUM HABAaHTAXKCHHSAM (3 TPH-
BamuM 3amucoM EKI y mepion BiZHOBIEHHS MPOTITOM
6 xBWIMH y Aopociux Ta 10 XBUIMH y [iTeH), SKe MOXe
BUSBUTH aHOMaibHEe monomxkeHHd QT y mepiox BimHOB-
JICHHS, HEe3BaXXal04M Ha HOpMaJbHUN uu MexkoBuit QTc Ha
EKI cnokoro. Ile moCiKeHHS TaKOX MOXE JOTIOMOITH
BusHauuTH reHotun LQTS 3a 3minamu narepHy 3yous T
Ta peakuieto cermenra ST Ha diznyHe HaBaHTaKeHHs. Taxk,
i yac GizmyHoro HaBaHTaxeHHs iHTepBan QTc 3a3Buyait
nogoBxkyeTbest mpu LQTS 1 tumy 1 3anuimaerscst momo-
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BXKCHUM IPOTATOM PAHHLOTO BiAHOBJICHHsS. THm 2 Xapak-
TEPU3YEThCST TOAOBKEHUM 3HadeHHsM QTc Ha panHil
cTa/il HABaHTAKEHHS! Ta MI3HHOTO BIJHOBJICHHS, JIe MOXKE
OyTH HOPMaJbHUAM Ha MKy HABaHTA)KCHHSI TA HA PAHHBOMY
BigHosnenHi. [Ipu LQTS 3 tumy inrepsan QT 3a3Buuaii
ICTOTHO HE 3MIHIOETHCS il YaC HAaBAaHTAXKCHHS, 1 )KOTHOT
KOHKPETHOT 3aKOHOMIPHOCTI He OyJI0 BCTAHOBJICHO B iHIITHX
piakicanx renotunax LQTS [48].

Cuin 3a3Haunty, mo ESC (2022) BBakae, mo ais Jia-
rHocTukd LQTS Moxe OyTH KOpHCHHUM MPOBEACHHS OPTO-
KiiHocTaTnyHOi mpobu [5], ame B pexomenmaiisx CCS
(2023) Bim3naueno, mo tect EKI crosum He mokasaB
JIOCTATHBOI MIarHOCTHYHOI I[IHHOCTI y AiTeH Ta MmiaIiTKIB
[5]. V upoMy BikOBOMY Mepiofi HaWOUIBII 3HAYYIUMH
e nani EKI, ocobmuBo B mepii 4 XBUJIMHU BiTHOBJICHHS
micst (PI3MYHOTO HABAaHTAXKCHHS [5].

3Bakarouu Ha Te, M0 NOAOBKEHHS iHTepBaTy QT Moxe
OyTH HENOCTIHHUM, TOMY JOOOBE XOITEPIBCHKE MOHITOPY-
BauHs EKI € mocuts iHPOpMATHBHUM METOIOM, OCOOIHBO
mpu LQTS 2 Ta 3 tunis. Lle mosicHIOETHCS THM, IO Y Talli-
€HTIiB 3 TakuMu BapiantamMu LQTS Oinpmr BupakeHe moao-
BkeHHs iHTepBary QT croctepiraetbes y HiTHUI 9ac abo
ITiJT 9ac POBEACHHS MPOBOKAIIMHUX TecTiB [15; 43].

IIpoBoKariliHi TECTH 3 BUKOPUCTAHHAM JICAKUX JiKap-
CBKHX IIpenapariB MoxyTb jpornomortu Bupizuutu LQTS
cepell IHIIMX BapiaHTIB KaHAJONATIH, ane He PeKOMEH/Y-
€TBCSl PYTHHHE ITPOBEJCHHS MTPOBOKAIIWHOI IpoOH 3 BBe-
JICHHSIM ajipeHaniny [43; 47; 48].

3 METOI0 YTOUHEHHSI XapaKTepy 3MiH CTPYKTYp Ta (yHK-
it cepist BeiM miTsaMm 3 mino3poro Ha LQTS 000B’s13k0BO
MTOKa3aHO MPOBEACHHS JIOMIIIepexoKapaiorpadii.

V xBopux 3 LQTS He pekoMeHy€eThCSI iHBa3HBHE €IICK-
Tpodizionoriaae o0CTeKEHHS cepIid [5].

Jyxe BaXIMBHM s OiarHOCTHKH camoro LQTS
Ta HOro BapiaHTIB Ma€ MEIWKO-TEHETHYHE TECTYBaHHS.
[Tamientam 3 yke BcTaHOBIeHHM miarHo3oM LQTS peko-
MEHJYEThCSI IPOXOANTH T€HETHYHE TECTYBaHHS Ta OTPH-
MaTy KOHCYJIBTAII0 y CIeIiaTi30BaHOMY MEIUKO-TCHETHY-
HOMY IICHTpPi JUIsl MPU3HAYCHHS TCHOTHUII-CIICIU(IYHOTO
JIKYBaHHS Ta BHUSBJICHHS POIUYIB, 10 BXOISATH 10 IPYNHU
PU3UKY BUHHUKHCHHS IIUTYHOYKOBOI TaXiKapil Ta pO3BUTKY
PCC [3; 5; 24; 48].

Tabmuusg 2
MonudikoBana giarnoctuuyna mkana LQTS (ESC, 2022)
Kpurepiii baiu
>480 mc 3,5
=460-479 mc 2
QTc = 450-459 mc (y 40JIOBIKiB) 1
>480 Mc mpoTsiroM 4-01 XBIIMHH BiTHOBICHHS MiCIIs TECTY 1
EKT 3 (hi3MYHUM HABAaHTAKCHHIM
3apeecmposana maxixapoia muny «nipyemy (Torsade de pointes) 2
AnprepHartis Xt T 1
HasBHicTh 3a3y0OnuH Ha xBwii T y 11 BingBenenHi 1
Hwuspkuii mynbse 1 Biky 0,5
Koristiami mposisi Cunkore 31 cTpecoM 2
0e3 cTpecy 1
CimMeitHuit anamHe3 Ynen(un) popunu 3 Bu3HaueHuMm LQTS 1
PantoBa cmepTh y ciM’1 xBoporo y Bini <30 pokiB 0,5
[eneTnyHiI 3HAXIAKH [larorenHa myTartist 3,5

Ipumitka: giarHo3 LQTS BcTaHOBIMIOETHCS 32 KiIbKOCTI 6astiB Oinbrie 3.
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Takox mmig gac obcrexens mamienta 3 LQTS Heo0O-
X1IHO TIPOBOAMTH J1a0OPATOPHI TOCIIIKCHHS KPOBI 3 OIliH-
KOIO €JIEKTPOJIITHOTO CKJIaay, BH3HAUEHHSIM aKTUBHOCTI
KapaiocnenudiyHux (GepMeHTIB Ta MapKepiB 3alaljieHHs,
BKIIIOYAIOUN JOCIHIDKEHHSI THTPY aHTHTUI JIO CTPYKTYp
cepIlsl, TOPMOHAIBHOTO MPOQIUII0 IIUTONOAIOHOT 3251031
JUISl BUKJTIOYEHHST BTOPUHHHX CTaHIB, IO MPHU3BOIATH JI0
[UTYHOYKOBUX TaXiapUTMIii.

JlixyBarus LQTS Brimodae MKINCUMIUTIHAPHAN TIifI-
XiJ1, SKUH TOBUHEH Oy TH CIIPSIMOBAHHI HA 3HIKEHHS PU3HKY
PO3BUTKY HeOe3meuHunx s xutTa aputMiid Ta PCC. OcHo-
BHI npuHIUIH JikyBanHs LQTS: kopekiis crioco0y KHUTTs,
NICUXOJIOTTYHA TATPUMKA, MEAMKAMEHTO3HA Ta HEeMeHKa-
MeHTo3Ha npodinaktrka PCC; HeBijkIaaHa Teparis nuTy-
HOYKOBOI Taxikapaii Tumy «mipyer [3; 5; 43; 45; 48].

Hacamnepen yciM XBOpUM PEKOMEH/I0BaHO BUKJIFOUHTH
MIpUIOM TIpernaparis, 1o MoAoBxKyIoTh iHTepBast QT. HeoO-
X1THO BiTMOBUTHCH BiJl €KCTpEMaIbHUX (i3WIHUX HABAH-
TaXEHb Ta MIHIMI3yBaTH TE€HOTUN-CICIH(IUHI TpUTEpH,
TIOTICPEUKYBATH  TU3EICKTPOJIITHI TMOPYIICHHS. 3aHSATTS
mpodecitHIM COPTOM IPOTHUIIOKA3aHI XBOPHUM i3 CHHKO-
nanpHOI0 (hopmoro LQTS Ta XBOpuM i3 TPyIH BHCOKOTO
PHU3UKY; 32 BiICYTHOCTI KJIIHIYHUX MPOSBIB Ta TEHETHYHO
migrBepmkenoro LQTS pimieHHS HOpUAMAEThCS JIiKap-
CBHKOIO KOMICI€IO B IH/IMBIAyaabHOMY NOPSAKY [5; 43; 48].

OcHoBy MmeaukamentosHoi Tepamii LQTS craHOBISTH
B-ampenooOmokaropu [3; 5; 15; 48; 49; 50]. Ileperara Hana-
€TBCSI TAKUM HECEJIEKTHBHUM [-apeHOOI0OKaTopam, SIK HaJlo-
non (1,0-1,5 mr/kr/noGy B 1-2 mpuifomu) Ta IpONpaHOIION
(1,0-4,0 mr/xr/no0y B 3—4 mpuiiomMu), TOMy IO BOHH 3a0€3-
TIEYyFOTh OUTBITY e(heKTHBHICTh y TTOTICPEIDKCHHI apUTMOTCH-
HOTO PH3WKY, HK CENeKTHBHI [31-aIpeHOOIOKaTOpH — METo-
niporon Ta areronodn [3; 5; 11; 48]. BuzHaueHo, 110 Hamamon
Ta MPOTIPaHOION HaOLTeI edekrrBHi ipu LQTS 1 Ta 2 Trmis
[43; 49]. Im HaaeThCst MepeBara y XBOPHX i3 CEpe/HiM Ta BUCO-
KUM apUTMOTCHHHM DPH3UKOM. XBOPHM 3 HHU3bKUM PU3HKOM
PO3BUTKY JKHTTEBO-3aIPOXKYIOUOT apUTMIl MOYKHA TTPU3HAYATH
6icomposton [48]. I1lo cTocyeThes MPU3HAYCHHS METOPOJIONY
Ta areHoJoNy, TO OCTAHHIMH POKaMH L (-aapeHOOIOKaTopH
obMexyrothest xBopuM Ha LQTS, oCKiIbKH X 3aCTOCYBaHHS
CYTIPOBOIKYETHCSI BUCOKUM PH3HKOM PELU/IVBY TTOIOBKEHHS
iTepBay QT i3 3arpo30to po3BUTKY apuT™iii [11].

Ha momarok mo [B-aapeHOOIOKATOpPiB XBOPUM 3 IIif-
tBeprkeHIM LQTS 3 tumy Ta QTe>500 mc, y Akux micis
mikapcbkoi mpobm QTc 3MeHmIyeThcs OUTBII HIK Ha
40 Mc, peKOMEHIY€EThCS MPU3HAUYECHHs OJI0KaTopa Harpie-
BHUX KaHaNiB MekcmieTuny (2,0-5,0 mr/kr y 3 mpuiiomm)
[5; 48; 51]. Takox y mesxkux Bapiantax LQTS y min-
JITKIB MOXJIMBE TNpH3HAYeHHs! (IekoiHiny, sSKUi Jie 3a
paxyHOK TpHUTHIYEHHS il MIBUJIKUX HATPIEBHX KaHAIIB
[5; 43; 48; 52]. AHTHapUTMiYHA Teparmisi MPU3HAYAETHCS
JIOBIYHO 3 KOPEKIII€I0 03U MPErapaTy 3aJeKHO Bij 3011b-
IICHHS Bard mairjieHra. Takok HEeoOXiqHO MiATPHUMYBaTH
KOHIICHTPAITII0 KaJifo, MarHifo Ta KajJbIlif0 Y CHPOBATII
KpOBIi B MeXax HopMH [5; 43; 48].

VY pasi HemocTaTHROI €(PEKTUBHOCTI MEINKAMEHTO3-
HOI Tepamii xBopuM 3 LQTS moxaszani Xipypriuai Mmetonu
JIKyBaHHS — JIIBOCTOPOHHA CHUMMATHYHA JCHEpBaIlis
ceprst (JICJC) ta immutanTamist kapaioBeprepa-aediopu-
naropa (IKJT) [3; 5; 43; 48]. BignoBigHo 10 pekoMeH1a-
uiit Kanajacekoro toBapuctBa kapaiosoriB (2023) rtaki

METOIU JIIKyBaHHS y JiTel, SIK MPaBUJIO, BUKOPUCTOBY-
10ThCs piako [48].

JICJC pexomeH10BaHa 0COOIMBO MOJIOMM MAI[IEHTAM,
y SIKUX PElMMBU IIUTYHOUKOBOI Taxikapii 30epiraroTbcs,
HE3BaKAIOYM Ha MPUHOM MaKCUMaJbHO JOIYCTUMOI JI03H
B-anpeno6iokaropis. Takox JICJIC BUKOHYyeThCs SIK IIe
OIMH KPOK IepeJl PO3MIISI0M HEOOXiTHOCTI BCTAHOBIICHHS
IK/1 abo 3a HassBHOCTI mpoTHIioka3anb 10 K/ uu BiqMoBH
BiZ HBOTO [5; 53; 54]. Busnaueno, mo anTudiOpuisTopHi
etdextu JIC/C, Taki Sk ociaaOieHHs CHMIIATHYHOTO JIOKA-
J30BaHOTO PO3PALY 1 MiABUIIEHHS mopora GiopurAmii
[ITYHOYKIB, 3HAYHO 3HIKYIOTh CEpPIEBI MOl IPUOIM3HO
Ha 90% micns npouenypu. Le poouts JICIAC ninHuM Bapi-
aHTOM JIJIs JTiKyBaHHs maiieHTis 3 LQTS, ocobmuro y miteit
abo y Bumaakax npopuBHuUX cuHKome mpu LQTS 2 Ta
3 THIIB, € CIIOCTEPITAETHCSI BUCOKA CIIPUUHSTINBICTD J10
CUMITaTHYHUX CITIECKIB [5; 43].

Bimnosinao mo pexomenmaniii ESC (2022) BcraHOB-
nenns IKJl Hanexxutb 10 nokaszanp Il kjacy Iuist XBOpHX
3 LQTS 3 ypaxyBaHHSAM MOIJIMBUX YCKJIa{HEHb Ta ICUXOCO-
I[IaJTFHOTO BIUIMBY Ha SIKiCTh JKUTTA marfieHTa [5; 43]. XBopi,
sIKi MatoTh Bucokui pu3uk LQTS, ta Ti, y xoro Oyrna 3yniHKa
cepIld 3 YCHIITHAM BiTHOBICHHSM CEPIIEBOI IiSUTBHOCTI 200
MHO)KHHHI apUTMOTCHHI CHHKOIAJIbHI €IMi30[1 Ha T MpH-
oMy B-anpeHo0IoKaTopiB, HOBHHHI TPOXOANTH arpecHBHE
JIKYBaHHS 3 IMIUIAHTAIl€I0 KapaioBepTepa-aediopuisTtopa
[5; 43; 55; 56]. BcranoBnenns IK]l € BaximBuM y Tepa-
il nmamieHTiB 3 miarepmkenum LQTS 3 Tumy, sikuit yacto
JIEMOHCTPY€ 3HW)KSHHSI 9y TIIMBOCTI /10 B-aJpeHOOI0KaTOpiB
Ta apUTMOTCHHUMH PELUIMBaMU ITijT gac cHy [43].

[Mamientn 3 LQTS morpedytoTh MOCTIHHOTO criocre-
PEKECHHSI y CIEIiai30BaHUX apUTMOJIOTIYHUX LEHTPax
[5; 48]. YacToTa BigBigyBaHb 3aJCKUTH BiJl BIKY XBOPOTO
i TSOKKOCTI 3axBoproBaHHS. [Ipm cuHKOmanbHIA (opmi
LQTS xoHTpOb €PeKTUBHOCTI Teparii i MOHITOpUHT (ax-
topiB pusuky PCC mpoBoauthesi 1 pa3 Ha 1-6 MmicsiIiB.
3a BIiZICyTHOCTI CHHKOIE MOHITOPHHI (DAKTOPIB PHU3UKY
MPOBOJUTHLCS He pifume | pady Ha pik. B mybGepratHomy
nepiozi — 1 pa3 Ha 6 MicsIiB.

XBopuMm 3 IKJl KOHTpOJIb CHCTEMH IPOBOAUTHCS HE
pinme 1 pasy Ha 6 MicsIIB; a TAaKOXK IIOpasy y pasi crpa-
IILOBYBaHHS MPUCTPOIO0 a00 pelyIuBYy CHHKoOme. Y pasi
maHoBoro koHtpomo cucremu IKJ[ momepeanbo mpo-
BoasTecst EKI, xonrepiBchbke MOHITOpYBaHHS CEPLEBOTO
purmy, JIExoKT, pertreHorpadis oprasis rpyqHOi KIIiTKA
y IpsAMii 1 TiBiH O19HIH IPOEKITISAX.

[MuTanHg PO BAaKIWHAINIO BHUPIIIYETHCS B 1HIUBIY-
QIBHOMY TIOPSJIKY 3aJIEXKHO BiJ KIIIHIYHOTO CTaHy IUTHHH,
e(PeKTUBHOCTI MEIUKAMEHTO3HOTO KOHTPOJIIO apHUTMil,
a TaKOX 3 ypaxyBaHHIM paHillle BUSBICHUX IMPOBOKYIOUNX
YMHHHKIB (3B’s30K MaHidecTanii apuTmil 3 BaKIMHALIETO,
iH(pEKIIHHUM 3aXBOPIOBAHHSM).

Jitam i3 cunKomanpHO (opmoro LQTS Bakiunaris
MIPOBOANTLCS 32 IHAWBITyaIbHAM rpadikoM. 3a BiCyTHOCTI
CHHKOIIE BaKIMHALlisl IPOBOAUTECS B ICKPETOBAHI TEPMIiHH.

Jist imtocTpanii BuIne 3a3Ha9eHNX MOJI0KEHb HAaBOIMMO
KJIIHIYHWI BUITAJIOK BIacHOTO CHOCTEPEKEHHS Ta
BeneHHs nutuHu 3 LQTS.

Jurtuna NI., 13 pokiB, HagiidUIa 10 BiUTIICHHS iHTCH-
CHUBHOI Tepartii 001acHOT KJIHIYHOT JUTSIYOT JIIKApHI 3 KUT-
TE€3ArpO3JIMBUM TOPYLICHHSM CEpPIIEBOTO PUTMY.
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3 aHaMHe3y 3aXBOPIOBAHHSI BiZIOMO, 1110 Y XBOPOT Mif
4ac 3aHATh Y IIKOJI OyJ1a BTpaTa CBiJOMOCTI, sIKa CYIPOBO-
JDKYBaJach 11iaHO30M LIKIpH Ta HOCO-TYOHOTO TPUKYTHHKA,
MHUMOBUIBHUM CEYOBHITY CKAaHHSIM.

3 aHAMHe3Y JKHTTS 3’ICOBaHO, [0 TUTHHA BiJ 2 BariT-
HOCTi, fKa mepebirara Ha T 3arpo3W IepepUBAHHSI
3 12 tmxwHiB. [lomorn 2, caMocTiiiHi, Bara mig 9ac Hapo-
mkeHHs 2600 1. 3pocTana Ta po3BUBANACh BIAMOBIIHO 10
Biky. Cepen mepeHeceHHX 3axBoproBaHb: [ PBI, BiTpsHa
BicIla, THEBMOHIs, mienoHedput. OnepaTuBHUX BTPYIaHb
He Oymo. Anepriunuii anamHe3 He o0TskeHuit. [lim wac
Oeciau 3 Marip o OyII0 3’COBaHO, 110 B MOJIOIIINX Kiacax
npu ooctexeHHi Ha EKI — 03HaKu MOI0BKEHOTO IHTEPBATY
QT, asie mMOBHOTO OOCTEIKCHHSI TUTHHI TIPOBEICHO HE OYII0.
Maru — 41 pik, nepeHecna ineMidyauil iHCYIBT y 2016 p.,
6atbko — 41 piK, 370pOBHH.

JluTrHa HaifnUIa 10 JTiKapHi B TSHKKOMY CTaHi, [0 3yMOB-
JICHO TOpYIIEHHsIM ceprieBoro putMy, AT 60/20 MM pr.ct.,
SpO,—92%, na EKT" moiMopdHa nuryHouKoBa Taxikapis.
He muxomanmna. Karapansaux sumg He Oyno. CtaH cBizo-
MOCTIi — IIPUTITYIIICHHS, OIiHKA 3a IIKayoro koM [Tmasro 12
6amiB. Oui BimkpuBae, 3iHumi giamerpom 3 MM, OD=0S,
(dbotopeakiiii  30epexkeHi, MISIBi, CHMETPUYHI, OIS
KopoTKouacHO (ikcye. KopHeasibHi Ta poriBkoBi pediiekcu
30epexeri. ToHyc M’si3IB 3HWKEHHH, pyXH B KiHIIBKax
30epexeni, D=S. Cymom He crocrepiramocs. MeHiHre-
aJbHI 3HaKM HeraTtuBHi. [py0oi BOrHMIIEBOI HEBPOJIOTiY-
HOi CUMITOMAaTHKH HE BUSIBIICHO.

JiBunHKa TpaBHIBHOT Ti00Y/10BH, BHCOKOpOCIIa (Bara
58 kr, 3pict 175 cm, IMT = 19,3 kr/m?). LlkipHi moKpuBH
0mio-pokeBi, 6e3 BucuIy. BuanMi ciim3oBi pokeBi, BOJIOTT,
ryou poxkesi. [Tepdysis HIFTROBUX JOX 3a70BiLTbHA. Jluic-

AN SDULL SIS 0709017 11355

orJjiin JIITEPATYPHU

TaJbHI BUAJIUIM KIHLIBOK Terni Ha noTuk. [lepudepiii-
HUX HaOpsKiB Hemae. JIMXaHHSA CaMOCTIHHE, PUTMIYHE,
YJI 18 3a xBunuHY. AyCKyJIbTaTUBHO Yy JIETCHIX AUXAHHSA
BE3UKYJISIPHE, TIPOBOAMIIOCS Y BCI BLIUIH, IIOMIPHO TOCIIA-
OneHe B 0a3albHUX BiJINIAX, XPUIIH HE BUCITyXOBYBAJIHCh.
[lepkyTopHO Hal JEereHsIMU SICHUN JereHeBUl 3ByK. TOHU
ceps TPUTIYIICHI, apUTMiYHI, KOPOTKHH CHUCTOIIYHHN
myM Haj BepxiBkoro, YCC 86 ymapiB Ha XBWIHHY. ApTe-
piaibHa TimOTeH3is.

JKuBiT M’ SIKUii, TOCTYTHUH MaNbIaIii y BCiX Bigmiiax.
[Teuinka Ta cenesinka He 30inmbiueni. Pizionoriuxi BiA-
MIPABJICHHS HE MMOPYIIICHI.

ITig yac EKI-00cTexKeHHsT y XBOPOi BHUSBICHO IOPY-
IICHHSI CEPLIEBOTO PUTMY — ITOJTIMOp(HA ITYHOUYKOBA TaxXi-
KapAis THITY «I1ipyeT». UeproBuM JlikapeM BBe/IEHO KOp/ia-
poH 5 mr/kr B/B crpyitno. Ha EKI™ Ha Ti11 KOpOTKOTpUBAIMX
€Mi30/1iB CHHYCOBOTO PUTMY 3apEECTPOBAHO IOJOBKCHUH
inTepBan QTc mo 690 mc Ta momiMOpdHY NUTYHOUKOBY
Taxikapairo tumy «iipyer» (puc. 1 A, b).

Kopnapon BigmiHeHO. BiAmoBigHO 10 peKOMEHIAITiH
€BporeiichKOro ToBapuCTBa Kapuaionoris (2022) BHyTpimI-
HBOBEHHO BBEACHO JIOKalH y CyMapHid m03i 3,5 MI/KTL.
3HOBY CTiifKoro eexry nocsarayto He Oyna0, IpHU3HAYCHO
B-6mokatop aHanpuiaiH y mo3i mo 20 mr 3 pasu Ha 100y
BHYTpiliHbo. CTaH AMTHHU cTaOlli30BaHO, HAmaj MLTy-
HOYKOBOI Taxikapaii kymiioBaHo, Ha EKI' 3apeectpoBana
MapacucCTOJiUHa IITYHOUKOBa OireMeHis, CHHIPOM IOJI0-
BxeHoro iHrepsany QT (puc. 2 A, b).

Hapmani mpotsarom mo0u MOBTOPHO OyIu 3apeecTpo-
BaHi HamaJgW LUTYHOYKOBOI TaXikapiii THIy «IipyeT».
JuTtHHy TepeBeIeHO O KapaiOXipypriyHOTO BiIIiICHHS
Y «lHCTUTYT 3arainbHOI Ta HEBIIKIAmHOI Xipyprii iMeHi

Puc. 1. a, 6 — BepeTeHonoAiOHa mo1iMOp(HA HITYHOUKOBA TaxiKapAisa THIY «ImipyeT»
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orijiin JITEPATYPH

Puc. 2. a, 6. [Tapacucroniyna nurynoukona diremenisi, LQTS

B.T. 3aiineea HAMH VYxpainn» (M. XapkiB) aisi BUpi-
LIEHHsI NMUTaHHS IMIUTaHTaLil KapaioBeprepa-nediopuis-
TOpa, PO 110 OTPUMAHO 3Ty OaTbKiB IUTHHHU.

JliarHo3 Ha MOMEHT TI€PEBOY: CHH/IPOM MO/I0BKEHOT0
inTepBaay QT. [MoaiMopdHa mIyHOUKOBA Taxikapmis.
Cunkone. Cy6aoprajbHa aHoOMajJbHa XopjAa JIiBOTO
miyHouka. Opraniune ypaskenns IIHC, cunapom Bere-
TaTUBHOI JuchyHKUIL.

3a yac criocTepeskeHHs1 AMTHHA 0yJi1a o0CcTeskeHa.

Kainiunuii anauiz kpoBi: nedinurHa aHemist Jierkoro
CTYIEHSI.

Kainiunuii ananis ceui: 6e3 narosorii.

BioximMiuHi moka3HUKM: 3araibpHU OUIOK, MPOTETHO-
rpama, IyKop KpoBi, TponoHiH T, KpeaTHHiH Ta ce4oBHHA
KpoBi, OimipyOiH 3arampHuil 1 ¢(pakuii, Tpancaminasm,
TiMOJIOBa Tpoda, anmb(a-amiiasa KpoBi, JaKTaTAerigpore-
Haza, kpeatuH(pochoKiHaza, TyXkHA (ocdaraza, JIimiaHAN
CIIEKTP KPOBi — B MEKaX HOPMH.

Pentrenorpagiss opraniB rpyiHoi TOpOKHMHU:
nereHi 0e3 narosoriyaux 3min. Cepiie MiTpaibHOI KOH(DI-
rypauii, tamis 3riapkena 3a paxyHok I nyru, KTI1=39,7%,
Kapaio-aiadparmManbHi KyTH: TOCTPUHA MPaBOpYY, MPSIMUI
JIBOPYHY.

EKT': HeonHOpa30BO Oyiiu 3apeecTpoBaHi MOPYIICHHS
CepUeBoro puTMy (moiiMopHa HITYHOYKOBA TaxXiKapist
TUILy «IIIpyeT»; HMapacucTOIiuHa ILIyHOYKOBA OireMeHis,
CHHIPOM TTofoBXeHOoT0 iHTepBary QT).

JExoKI': cybaoprambHa aHOMajbHA XOpAa JIIBOTO
LITYHOYKA. 3HIKEHHS CKOPOTIIMBOI 3JaTHOCTI JIIBOTO MITy-
Houka (PB=49%) nHa i nuryHouxoBoi Taxikapaii. [Topy-
LICHHSI 1aCTOMYHOI (DYHKIIIT JIIBOTO IUTYHOYKA.

Y3/l opraHiB 4YepeBHOI MOPOKHUHH Ta HHUPOK:
MMOMipHE 30UTBIICHHS MCEUYIHKK 10 2,5 CM HMXKYE Kparo
pebepHOT yru, CTPYKTypa OJJHOPIAHA, EXOTCHHICTh HE Mijl-
BuleHa; nomipHa gedopmais YUMC, conboBa iHKpycTaris
MHCOK HUPOK.

68

EEI': o3Haku 3HMKeHHs (DYHKI[IOHAJIBHOT aKTUBHOCTI
KopH rojioBHOro Mo3ky. IImockuit Tun EEI. HuwxkHbOCTBO-
JI0Ba JUCHYHKIISL.

ExoETI': o3Haku sikBopHOI rineprensii I crynews.

Jonneporpadiss cyiuH rojioBm Ta WIWi: OTpUMaHi
J00pi1  yABTPa3BYKOBI CHUTHAJIM 3 IEpeIHbOI, CeperHbOl
Ta 3a/HHOI MO3KOBHUX apTepiif 3 000X OOKiB, OCHOBHOI Ta
IHTpaKpaHiaJbHUX AULTHOK XpeOToBuX aprepi. Cromyuni
aprepii Bimi3ieBa koma (yHKIIOHYIOTH 3a0BiTHHO. Kpo-
BOHAIIOBHEHHS B 3araibHil, BHYTpIOIHIM Ta 30BHIMIHIN
COHHHX apTepisix HEPIBHOMIpPHE, CIIEKTP KPOBOILIMHY 3Ha-
YHO 3MIHCHUH.

MPT roJioBHOro MO3KYy: Ha cepii OTPUMaHHX TOMO-
rpaM roJIOBHOTO MO3KY BOTHHIIIEBOT MATOJIOTI] Ta IHTpaKpa-
HiaJIbHUX NaTOJIOTIYHUX 00’ €MHHUX YTBOPEHB HE BUSIBICHO.
BokoBi nutyHoukn Tpoxm acumerpuuHi (S>D), posmipu
B MeKax HOpMH, 3 Ta 4 IUTyHOUYKH He 3MiHeHi. CepeanHHi
CTPYKTYpH He 3MiteHi. Tpoxu po3imupeHi KOHBEeKCUTAIbHI
cy0apaxHOiJalbHI MPOCTOPH Ha TJIi MOYATKOBHX TiIOTPO-
(hiuHMX 3MIH BiITIB 000X Temicep roJIOoBHOTO MO3KY.
T'imo¢i3 Ta rimoraraMiyaa 30Ha He 3MiHEHi.

KoncyabTanisi Helipoxipypra Ta 0ToJ1apHHIO0JIOra:
aTOJIOTi He BUSBIICHO.

KoncyabsTaniss HeBponarosiora: opraHiyte ypakeHHs
IIHC, cunapom BeretaruBHOT quchyHKITT.

Koncyabranisi kapaioxipypra-apurmosiora: CcuH-
JpoM rnofioBkeHoro intepaiy QT, nonimopdHa nuryHOU-
koBa Taxikapais. Cunkore. JIMTHHI OKa3aHO OnepaTHBHE
JIKyBaHHS — IMIUTAHTALls KapioBepTepa-aediopuisitopa.

B ymoBax kapmioxipyprigaoro Bimgiienns Y «lHcTH-
TYT 3arajibHOI Ta HeBinkiaaHoi Xipyprii imeni B.T. 3aiinesa
HAMH Vxpaian» XBopiii mpoBeieHa IMIUTAHTALisl Kapi-
oBeprepa-nedidprsatopa. [licnsonepamiiiamii mepion 06e3
ocobnmBocreid. Ha 5-Ty 100y cTaH MamieHTKH 3 TMOMITHUM
noninmeHHsaM. [lapaMeTpy reMoAMHAMIKM  ONTHMAJIbHI.
CuUMIITOMIB CeplIeBOT HeJIOCTaTHOCTI He BusieieHo. Ha EKT:
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ckopoueHHst iHTepBaiy QT, NUTyHOUYKOBI apuTMIi HE penu-
nuByr0Th. Podota IK/] cTabinpHa y 3agaHoMy pexumi. Pexo-
MeHzaoBaHO npuiiMarn Oeranok 30K (meromposnon) 25 mr
1 pa3 Ha 100y 3paHKy i3 konTposiem YCC, AT Ge3cTpokoBO
mig HamisimoM kapmionora. Konrpoms EKI Ta crany imm-
JIAHTOBAHOTO KapJioBeprepa-aediopmisTopa 2 pasu Ha pik.
[Mporunokasano Hapaxkatu IK]{ BIUTHBY eeKTPOMarHiTHOro
TOJIs1, y pa3i BUKOHAHHS XipypriyHUAX OmNepariii KOpucTyBa-
THCH OIMONSApHUM KoarymsatopoM. CIoCTepexeHHs ciMei-
HOTO JIiKapsi, KapIioiora, moMipHa ¢i3udHa aKTHBHICTb.

Harenep cran autuHM cTalinbHUi; mepebyBae mo3a
MEXaMH YKpaiHu.

OCOONHUBICTIO 1HOTO KJIIHIYHOTO BHIIAAKY € T, II0
y IUTHHHU MaB Miciie Bpomkenuit LQTS, mpo skuii Bka3y-
Banu nonepenni EKI -nocnipkenns, ane qutuHa He Oyoia
00CTe)KeHa B TIOBHOMY 00CsI31 1, BiJIIOBIHO, HE IpPU3HA-
4aJoch a/ieKBaTHe NMpopuIaKTHYHE JiKyBaHH. KiliHIvHIM
MIPOSIBOM CTaJ0 CHHKOIE y Billi 13 poOKiB, 10 THITOBO JJIs
TaKoro BiKy. Takox TUTHHA KIHOUO CTaTi, [0 YaCTIIIIe Tpa-
IUIEThCS TTIOYMHAIOUM 3 MiUTITKOBOTO mepioay. CHHKoIe

orJjiin JIITEPATYPHU

Ha mii LQTS Oyino BUKIMKAaHO PO3BUTKOM MOJIIMOP(HOT
LTYHOYKOBOI TaxiKap/il THITYy «IipyeT», sKa € MPeJInKTO-
pom PCC. KyniroBatn Hamas BAaiIoCs Ha TiIi IPU3HAYECHHS
OeTa-6110KaTopiB. 3 OIVIALY HA Te, L0 y AUTHHU BXKE PO3BH-
HYJIOCSI CHHKOTIC BHACIIIOK TOTiMOp(dHOT Taxikapil THITy
torsades de pointes sk Mapkep MOxIHBOTO Po3BUTKY PCC,
TO TaKTHKa BEICHHS TaKoi XBOPOi moTpedyBajia BCTAHOB-
nenss 1K/] 3 moxutTeBUM mpuitoMom OeTa-010KaTopiB Ta
CIIOCTEpEKEHHsI Kap/ioJiora Ta Kapaioxipypra.

BucHoBknu

Taxum 9rHOM, ¥ poOOTi HaBEACHI OCHOBHI MOJIOKEHHS,
IO CTOCYIOTHCSI CYYaCHMX 3HaHb IIPO CHHIPOM IIOZO-
BkeHoro intepBaidy QT, oCHOBHI KIIHIUHI TPOSIBH, [ia-
THOCTUYHI KpHUTEpii Ta TaKTUKY JiKyBaHHs giteit 3 LQTS.
Takok HajaHO MPHKJIIA] BIACHOTO KIIHIYHOTO CIlocTepe-
JKeHHS TimmiTka 3 BpomkernM LQTS. Bumieskazani nani
PO3IIUPATH 3HAHHSA MEAiaTpiB, CIMEWHUX JIiKapiB Ta TUTA-
YUX KapIaioJOTiB PO CHHAPOM IOJOBXKEHOTO IHTEpBAIY
QT sx npeaukropa ¢arajbHUX MOPYIIEHb PUTMY CEpLs
y IiTel Ta JO3BOJSITH CBOEYACHO MOIEPEIDKYBATH PO3BU-
TOK PanTOBOI CEPLIEBOI CMEPTI B AUTSIYOMY Billi.
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