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MeTta pod0TH — TIPECTABUTH CyJacHHI MO Ha pobneMy cuHapomy nofosxkeHoro intepBary QT (LQTS) y miteit, mo 103BomUTH
CBOEYACHO MONEPEIKYBATH PO3BUTOK PANTOBOI CEpPLIEBOi CMEPTI B AUTAUOMY Billl Ta MPOLTIOCTPYBATH TaKTHKY BeleHHs xBoporo 3 LQTS
BJIACHUM KJIIHIYHUM CIIOCTEPEKECHHSIM.

V po6oti HaBeIeHO OIIs CydacHO] JiTepaTypy 00 PHINH Ta MEXaHI3MiB PO3BHTKY, AiarHocTnkH Ta TikyBauHa LQTS y xireit. [pen-
CTaBJICHO BIAcHE KIHIYHE criocTepeskeHHs mitiTka 3 LQTS ta TakTuky ioro BeneHHs.

Bukiageni Marepiany 103BOJISTh PO3LIMPHUTH 3HAHHS JikapiB-nieniatpis npo LQTS sk npeankropa daranpHuX HOPYIIEHb PUTMY CEpLIs
y JiTel Ta JagyTh MOXKIIMBICTH CBOEYACHO TIOTEPEKYBATH PO3BUTOK PAIITOBOI CEPLIEBOI CMEPTI B IUTIIOMY Blli.

KurouoBi ci10Ba: cuaapom noporxeHoro intepsany QT, cHHAPOM panToBoi ceprieBoi cMepTi, KaHaJIOMAaTil, TaXiKapAis THITY «IipyeT», TiTH.
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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 panToBoi cepueBoi cmepti (PCC)
APUTMOTEHHOTO T'eHe3y € CHHAPOM IOJIOBKEHOIO iHTEpBAILY
QT (anm. long QT syndrome, LQTS) [1; 2]. IlomupeHnicts
LQTS y 3arampHiii momyssiiii y ceperHbOMy CTaHOBHTH
1:2000-1:2500 oci6 [1; 3; 4]. HeoOxigHO 3a3HAYMTH, IO 10
i€l KUTBKOCTI BBIMIIDIA XBOpL, ¥ SIKAX 3a(iKCOBaHE ITOIO-
pxkerHs iHTepBany QTc (xopuroBanoro) 3a manumu EKT, ta
HE BpPaxOBYBIM THX, y KOro OyB MO3WTHBHHII T€HOTHI 3a
pe3yibTaTaMi MOJIEKYISIPHOTO CKpHHIHTY, aie 30epiramach
HOpMasbHa TpuBaiticTs QTc, TOMy CrpaBXHS PO3MOBCIOHKE-
HICTB ATOJIOTII, BIpOTiAHO, 3HaYHO Oiibia. Tak, 3a TaHUMU
pi3Hux aBropiB, yactora BusBieHHs LQTS craHoBuTH Bin
1:2500 mo 1:20000 oci6 [1; 4; 5; 6]. BiamosiaHo, SKIiiio B Ykpa-
HI IOPOKY HAPOIDKYETHCSI 10 MIBMUIbIOHA JITEH, cepel HuX
Moxe OytH Bix 50 1o 200 namientiB i3 LQTS i nHebGesnekoro
posButky PCC y Mononomy Biui [7]. Beakaerscs, mo LQTS
TPAIUISETHCS Y BCIX BIKOBUX Ta €THIUHMX rpymax. [eHmepHe
crmiBBimHOmeHHS st LQTS 1,6-2:1 Ha KOpHCTH >KIHOYOT
CcTari, 0COONMBO TIOYMHAIOYH 3 TIUTITKOBOTO BIKy [8].

VYei popmu LQTS BigmosiaHi 3a Tpetuny Bumnaaki PCC
Ta 6mm3bpko 20% panToBoi cmepti HemosmAT [9; 10; 11].
3a maHUMH JTITepaTypH, CMEPTHICTh y pa3i HEIIKOBaHUX
BpomkeHnx ¢popm LQTS nocsrae 75%, mpu 1ibomMy 6IU3BK0
21% niteil TOMHUPAIOTh MPOTITOM POKY IICIs TEPIIOro
CHHKONAJIBHOTO erizony 1 1o 50% B meplie IecsTUIiTTs
KUTTA [12; 13].

Meta po00TH — NPEACTAaBUTH CY4YaCHUH MOMNISAA Ha
pobiemy cuHapoMy nogosxkeHoro iHtepsany QT (LQTS)
y JiTeH, 10 JO3BOJUTH CBOEYACHO IONEPEKYBaTH PO3-
BUTOK PANTOBOI CEpPLEBOi CMEPTi B JUTAIOMY Billi Ta Ipo-
UTFOCTPYBAaTH TaKTUKY BeleHHS XBoporo 3 LQTS BracHuM
KIIIHI9HAM CTIOCTEPEIKCHHSIM.

Marepianu i merogu. IlpoBeneHo HOIIyK CydacHHUX
JTepaTypHUX JPKEpesl Ha eTIONOTiio, MaToreHes, KIiHIdHi
MPOSIBY, JTIKYBaHHsI Ta TAKTHUKY BCICHHs Pi3HUX BapiaHTIB
LQTS y nireii. [IpencrapieHo aHasi3 BIaCHOTO KIIIHIYHOTO
criocTepexeHHst mimtitka 3 Bpomkenum LQTS. Jlocmi-
JUKEHHS BUKOHAHO BIINOBIIHO 10 TPHHLMIIB [enbciH-
cbKol Aekiapanii. Ha nmpoBeeHHs JOCTIPKEHb OTPUMaHO
iHpopMOBaHy 3rofy OaTbKiB JUTHHH. ABTOPHU 3asIBIISIOTH
PO BiJICYTHICTH KOH(IIIKTY iHTEpECiB.

Cunapom nogosxeHoro inrepsaiay QT — e rene-
THUYHO 3yMOBJICHA TIATOJIOTIsI IOHHUX KaHAJIIB, 1[I0 XapakTe-
pHU3y€EThCS TOAOBKEHHAM iHTepBany QT, 3 BUHUKHEHHAM
oNiMOP(HOI MITYHOYKOBOI Taxikapaii Tumy torsades de
pointes (TaxikapZii THITy «IipyeT») i pamToBoi cepIieBoi
cmepri [1; 2; 35 5; 7].

Harenep LQTS acoriror0Th 3 Tak 3BaHO0 KIIEPBUHHOIO
CJIEKTPUYHOI0 XBOPOOOI0 cepiis» (primary electric heart
disease), 1110 BUSBISETHCS 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/10BXkeHoTr0 iHTepBairy QT — 11e mopyeHHs
CEepIIEBOTO PUTMY T'€HETHYHO JIETEPMiHOBAHE 3 TIEPEBAKHO
ayTOCOMHO-/IOMIHAHTHAM THIIOM ycraJakyBaHHsA. HaOyte
mofoBxkeHHs iHTepBamy QT TpamnseTpcs Ha T AESIKHX
3aXBOPIOBaHb, IOPYIICHb EIEKTPONITHOrO OamaHcy abo
3aCTOCYBAHHS Iperaparis, sKi MOAOBKYIOTh iHTepBaa QT
[1;3;16; 17].
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IcTopist BIIKPUTTS CHHAPOMY, HaWOUIbII HMOBIpHO,
nounHae Biutik 3 1856 p., xomu T. Meissner onucas pan-
TOBY CMEpTh IIijI 4ac CTPECOBOI CHTYyaIlil AIBYMHH 3 TYro-
BYXICTIO, y ciM’T SIKOT 11le JIBO€ JiTel MOMEpJH 3a aHajo-
riuaux oocraBuH [18]. Tineku yepe3 100 pokis A. Jervell
i F. Lange-Nielsen (1957 p.) npeacraBuiu MoBHUH KITiHIY-
uuii onmc LQTS y 4oTHphoX WwieHiB oxHiel poguHyM 3 Bpo-
JOKEHOIO TITyXOTO10, YaCTHMHU HallaJaMy BTPaTH CB1IOMOCTI
i critikum ogowkeHH:AM iHTepBary QT Ha EKT [19]. Hesa-
GapoM, He3aJIeKHO OIMH BiJl OJHOTO, iTATIMCHKHAN TemiaTp
C. Romano (1963 p.) ta ipmanacekuii nemiatp O. Ward
(1964 p.) Hamamu CHIOCTEPEIKEHHS aHAJIOTIYHOTO CHH-
Jipomy, ajie 6e3 Bpopkenoi riryxotu [20; 21].

Takum unHOM, 3 1964 p. BijOMI JiBa BapiaHTH CMaJIKO-
BOTO CHHJIPOMY ToJI0BkeHoro inTepBaity QT: Pomano-Yopna
(ayrocomHo-mominanTHuit) i J[xepBemia-Jlanre-Hinbcena
(ayTocomMHO-peniecuBHUI). B ocTaHHBOMY BHIIAJIKYy MOJO-
BkeHHs iHTepBainy QT moeaHyeThCs i3 BPODKEHOIO ITyXO-
Toto. Beranosneno, mo cuaapom Pomano-Yopaa Bu3Hava-
10Th y momyrsii 3 gactotoro 1:10000, a B qursgoMy Biri
Bixg 1:3000 mo 1:7000 [1; 18; 22]. Cunnmpom JlxepBemia-
Jlanre-HinbpceHa BBaXKae€ThCA PIAKICHOIO TTATOJIOTIEI0, Tpa-
wiseTbes 3 yactotoro 1:100000-200000 ycroro HaceneHHs
i CTaHOBUTH MeHII 1% Bix yCiX JiarHOCTOBAHHWX BHIIAIKIB
reHetnuHo aerepminoBaHoro LQTS [18; 23; 24].

OcnosHoro prcoro LQTS e noBumid, Hix y HOpMI iIHTep-
Bast QT. InrepBan QT BuMiproeThes Bij movarky 3yous Q
Jo KiHng 3youst T. SIkmo inenTudikalist TOUKkn 3aKiHYSHHS
3yors T ycknanneHa, inTepBan QT BUMIPOETHCS 10 MicCIls
NepeTHHy 130UIEKTPUYHOI JIiHIT Ta JIiHI1, JOTUYHOI 10 TyTH
3yors T [25; 26].

Iarepanr QT Ha emexrpokapmiorpami (EKT) sBmse
c000I0 Jac BiJI MOYATKY METOAPU3AIIii IUTYHOUKIB 10 KiHIISA
peronspu3anii, TaKAM YHHOM BiOOpa)karouu TPUBAIICTH
MOTeHIiany Aii nuryHoukiB. Ha KTiTHHHOMY piBHI MOTEH-
miay 7il MioKapia XapaKTepH3YEThCs MOCIIIOBHOIO CITiB-
JU€EI0 PI3HUX IOHHHUX KaHaTIB (Kali€BHUX, HATPIEBHUX, KAJIbIIi-
€BUX) [25; 27]. Y miteii TpuBanicth inTepBany QT meHa,
HIX y fopociux [7]. HasBHi Tabmuii, B SIKUX TpeACTaBiIeHi
HOPMAaTHBH EJIEKTPUYHOI CHCTONM IIUTYHOUKIB (iHTepBa
QT) nmist Takoi cTarti, BIKy 1 9aCTOTH CEPILEBUX CKOPOUCHB.
Slkmio y mamienTta TpuBadicTh iHTepBaiy QT mepeswurrye
mokasHUKH Oinmbine, Hik Ha 0,05 ¢, To e BKazye Ha TOMIO-
BKEHHS SNICKTPIYHOI CUCTOJH IITYHOUKIB [18; 25].

Jnsa o0’extuBHOL orinku iHTepBary QT KOpHCTYIOTBCS
KOPHTI'OBaHHUM (3 TTOMPABKOIO HAa YaCTOTY CEPLIEBHX CKOPOUCHD
(UCC) inTeppanom QT (QTc), mo Bu3HAYaeTHCS 3a hopmy-
namu baszerra (Bazett) i ®penepika (Friderici) [28; 29].

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

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

Bikosi
Tarenaepui | Hopmanpnuii | Ilpomickuuii | IloxoBikenuii
KaTeropii
Bik 1-15 pokiB <440 440-460 > 460
YomoBikn <430 430450 > 450
Kinku <450 450470 > 470
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I'enernuna npupoza Bpomkenoro LQTS ymepiue Oyna
omucana Keating et al. y 1995 p. [34]. Haremep Bimomo
17 reniB, y Hux ineHtudikoBaHo Onm3pko 600 wmyra-
wiil, sixki npu3BomATh 10 po3Butky LQTS [35; 36]. Haii-
OUThII po3moOBCIOpKeHUME BBakaroThest LQTS1, LQTS2,
LQTS3 tumu — g0 90% ycix BumankiB Bpomkenoro LQTS
[11; 37; 38]. [Ipu mpomy Omms3pko 15-20% oOcTesxeHnx
3 KIHIYHAUMH Ta eIeKTPOKapAiorpadiyHUMH TIPOSBAMH
LQTS He MatoTh i1eHTH(IKOBAHIX TeHETUYHIX 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 I0HHHX (KaJIIEBUX, HATPIEBHX, KAJIbI[IEBUX) KaHAIIIB
KapliOMiOLIUTIB, SIKI (POPMYIOThCSI OUIKAMH, 110 KOJYIOTHCS
BKazaHuMu Bumie 17 renamu [36; 40]. JduchyHkmis mux
IOHHMX KaHasiB a00 OUIKIB, OB’ A3aHMX 13 BHYTPIITHBOKIII-
THHHHMM 10HHAM TPaHCIIOPTOM, ITPU3BOIUTS JI0 MOJIOBKCHHS
TPUBAJIOCTI MOTEHLIATY [Iil, T€TEPOreHHOCTI penoIspU3aLii
1 TaxiapuTM™ii, IHIyKOBaHOI MeXaHi3MoM pieHTpi [1; 25; 41].
[NomorkeHHS MOTEHITIAIB i1 301IbIITy€e HMOBIPHICTB TpaHC-
MEeMOpaHHHX KOJWMBaHb HANpPyTH, 110 BUHUKAIOTH ITif] Yac
JETIONSIPU30BAHOTO TOTEHITiay Aii MIOIUTIB (paHHS TOCT-
JETIONSIpU3artist). SIKIIo TpUBaNiCTh MOTEHITIATY JTii MiOIUTIB
Ha JIOKAJbHIN AUBIHII 3MIHIOETBCS, I1i KOJIMBAHHSI MOXYTh
pEeaKkTHBYBATH CYCIZHI MIOLMTH, SIKI PEHOJISIPH3YBAJIUCH,
1 TAKMM YMHOM CTaTH NPUYMHOIO BUHUKHEHHS [Ty HOYKOBOT
taxikapmii Tuny «ipyer» [1; 4; 8; 41]. [lipyerHa taxikapis
(Torsades de Pointes) — e cnenmdiuna hopma momimopd-
HOI IUTYHOYKOBOI Taxikapiii y Mali€eHTiB i3 CHHIPOMOM
noffopxerHoro inrepBainy QT, 1m0 XapakTepu3yeThes MIBUI-
KnMH HeperysipHuMu QRS-kominiekcamu, sIKi BUIVISIAI0Th
HIOW «TIepeBepTAIOTHCS» HABKOJIO 130JiHII €NEKTPOKapio-
rpamu [25; 42].

st apuTM™Misi MOXKE CITOHTAHHO MTPUITHHUTHCS a00 TpaHC-
¢dopmyBarncs y QiOpHIIALi0 TUTYHOUKIB. PH3UK nuTyHOU-
KOBOI Taxikapfil THITy «IipyeT» 3aJeKHTh BiJ CTyIEHs
nozopxkeHHs inTepBaity QTc, 0cobaMBO SKIIO BiH CTaHO-
BuTh >500 Mmc [18; 42; 43]. Kpim toro, LQTS 3na4no mia-
BHUIIlY€ YYTIMBICTh MiOKap/a /10 BIUIMBY CUMIIATHYHOT Hep-
BOBOT CHUCTEMH, [0 CTAE NPUYUHOIO YaCTHX TaxXiapUTMIiH,
3[aTHHUX MTPUBOANTH 10 GiOpmrswii nuryHoukis. [Tpu ibomy
y pizHux renernyHnx TuniB LQTS Big3Hawaerbcst pizHa
YYTIUBICTH A0 THX a0o iHmux BruuBiB. Hampukman, LQTS
| THmy XapaKTepU3YyeThCS CHHKONAIBHUMH HaraJaMu
1 apuT™iero i 4ac ¢izngHOoro HaBaHTakeHHs, y LQTS 2
THITy QaHAJIOTIYHI MPOSIBH CIIOCTEPIraloThes y pasi IIyMHUX
1 pi3kux 3ByKiB, st LQTS 3 tumy, HaBmaku, Oi1pII Xapak-
TEPHI PO3BUTOK apUTMIi 1 GiOPHITALH y CIIOKIHHOMY CTaHI
(Hanpukiam, ma gac cuy) [2; 3; 5; 44; 45].

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

Moougikosani uunnuku  pusuKy
inmepeany QT:

1) enexrponiTHU# aucOamaHc (HyooTa, ONFOBOTa, Iia-
pesi, JMKyBaHHS TCTICBUMH iypeTHKAMH, TilTOKaJlieMisd,
TiOKaJIbIIieMis, TilToMaraesiemis);

2) TimoTHpeos;

3) ToNoxyBaHHSA UM OXKHUPIHHS,

4) opmHOYAacHE 3aCTOCYBaHHS IHTIOITOPIB CHCTEMH
uuroxpomis P 450, o nogowxyoTh inTepsan QT;

n0006IICCHHA
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5) nikapchki 3aco0M: aHTHOIOTHKH (a31TPOMILIMH, Kila-
PUTPOMILIMH, KIIHJIAMIIUH, EpPITPOMIIMH, IHITPOQIOK-
CallMH), NPOTUTYOEepKyIbO3HI mpernapatu (i30Hia3un),
npoTUrpuOKoBi npenapar ((IyKoHA30)1, KETOKOHA30I1),
AQHTHApUTMIYHI Tpenapartu (XiHiAWH, JigokaiH, dekai-
HiJI, pPUTMOHOPM, KOPAAPOH, COTAJION, aliMalliH), CepIeBO-
CyIWHHI 3aco0m (aJpeHaiiH, KaBiHTOH), TaCTPOCHTEPOIIO-
riuHi mpemapatu (IU3anpia, TOMICPUIOH, OHIACETPOH),
aHTHTICTaMiHHI (acTeMizon, TeppeHaauH), lypeTHKU
(dypocemin, rigpoxmopTiaszia, iHAAIaMIT), HEHPOIETITUKA
(Taymomepua0a, IPONEPHUIOI), aHTHICTIPECAHTH (aMITpHII-
TUITIH, UTajI0npaM, GpeHoriasin) Ta aeski inmi [47; 48].

Hemoougikosani yuHHUKU PUBUKY NOO0BIHCEHH
inmepeany QT:

1) ciMeiiHMiI aHAMHE3 pANTOBOi CMEpPTi (BPOIKEHE
nooxkenHst intepainy QT, rennuit monimMopdizm);

2) CHHKOIIAJILHUH CTaH B aHAMHE3i;

3) mouarkoBe noyoBxkeHHs iHTepBay QTc B anamHesi;

4) xiHOYa CTaTh;

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

7) HEpPKOBa HEAOCTATHICTD;

8) mopymeHHs MeTaboi3My MpernapaTiB y MEeHiHII.

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

CriekTp KJIIHIYHUX MPOSIBIB BapilO€ Bijl MOBHOI BiICYT-
HOCTI CHMIITOMIB JI0 CHHKONAJIBHHX CTaHIB Ta ParnToBOi
cmeprti. TpuBaicTs BTpaTu CBiIOMOCTI CTAHOBUTH Y Cepe/l-
HBOMY |—2 XBWJIMHH i B TTOJIOBHHI BUTAJIKIB CYIPOBOIKY-
€ThCA CTTENTH(HOPMHIMH, TOHIKO-KIIOHIYHHMH CYTOMaMU
3 MAMOBIUTFHIM CEUOBHITYCKaHHSM 1 nedekartiero [16; 18].
CunkonanbHi crann npu LQTS 3ymoBneHi po3BHTKOM
MoIiMOp(HOT NITYHOYKOBOI TaxXiKapAii THIY «IipyeT».
Pinko XBopwHii CKapKUTHCS Ha CEPIEOUTTS TIEpe]] BTPATOIO
cBimomocTi. ITaTOrHOMOHIYHMM € CHMHKOTANIbHI CTaHH, SKi
MIPOBOKYIOTHCS (DiI3UIHUM Ta/ab0 eMOIIMHUM HAaBAaHTAXKCH-
HSIM, PI3KUM 3BYKOM, IIaBaHHAM [5; 7; 22; 45; 46].

OcobnuBocTi cuHkonanbHux craiB npu LQTS:

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

— THIIOBI TIPOBICHHWKH (pamnToBa 3arajbHa CIAOKICTB,
MTOTEMHIHHS B 04aX, CEPUEOUTTS, TSHKKICTB 32 TPYIHHOIO);

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

— BIJCYTHICTh 3MiH OCOOHMCTOCTI, XapaKTepHHUX IS
XBOPHUX Ha EMiJIeTNcito.

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

— cuHkorie + nonoskenHs inTepBairy QT (38%);

— 13onpoBane nonosxkeHHs inrepsary QT (40%);

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

— IpUXoBaHa popMa — «HiMay, JIATeHTHHI TTepedir CHH-
JIpOMY.

HeoOximHO 3a3HaunTH, W0 X 4Yac 30WpaHHA aHAM-
He3y HaWOUIbIIy yBary HEOOXiTHO MPHIUTATH MOKIAJHIN
XapaKTePUCTHUIIl CHHKOMAJIBHUX CTaHIB: BIK MaHi(ecTa-
il cuHKore, (hakTopH, IO MPOBOKYIOTh CHHKOIE, 0CO0-
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JIMBOCTI TIOYaTKy Ta 3aKiHYCHHS Harajay, CaMOIO4yTTs
micist BiTHOBJIEHHS cBigoMOcCTi. OOOB’SI3KOBOIO YaCTHHOIO
00CTe)XEHHs € CKIIaJIaHHs CIMEHHOTro aHaMHe3y (HasBHICTb
y poauyiB 1 i 2 CTymeHs CIIOpIAHEHOCTI HamaJiB BTPaTH
CBIZIOMOCTI Ta/a00 BWIIAJKIB PalTOBOI CMEPTi BIKOM JO
40 pokis; nonowxenHs iHTtepBany QT na EKI' y wienis
ciM’i Ta/abo y pomudiB, a TAKOXK YPAKCHUX UICHIB CiM ')
[5; 46; 48].

[Tixg gyac mpoBeAeHHS CTaHAAPTHOTO KIIIHIYHOTO OTJISTY
HEOOXiHO 3BEpHYTH yBary Ha HasSBHICTh ()EHOTHITIYHHX
ocobIMBOCTEH, XapakTepHuX [t BapianTiB LQTS 3 mynb-
THUCUCTEMHUM ypaxeHHAM. CHHAAKTHUIISI TpPaIlIseThCs
y 100% BunazakiB npu cunapomi Timori. [yist xBopux i3
curapomom J[xxepseia-Jlanre-HinbceHa xapakTepHa Bpo-
JUKeHa HEeHpOCEHCOpHa NMpUITyXyBaricTh. [Ipu cunapomi
Anpepcena-Tasina BUSBIISIOTHCS TaKi CTUTME JTA3EMOPio-
reHe3y, SIK HU3bKO [T0Ca/PKeH] ByIIIHI PAKOBHHH, T1IIEpTEI0-
pu3M, Ae(eKTH M’SIKOTO Ta TBEPAOTO MifHEOIHHS, MIKpO-
THATIS, KIMHOMAKTWIIIS Ta CUHIAKTIUIIS, HU3bKHU PICT Ta
ckomio3 [2; 6; 15].

BinmoBimHO MO0 CyYacHMX peKOMeHHamiid €Bporeii-
cekoro ToBapuctBa Kapmionorie (ESC, 2022) mposin-
HUMHU JiarHOCTUYHUMHU Kputepismu LQTS € TpuBamicTh
QTc>480 mc na mopropuux EKI' y 12 BigBeneHHsAX abo
pusuk po3Butky LQTS>3 OaniB 3a MoxihikoBaHOO IIKa-
noto niarHoctrku LQTS (tabi. 2). 3a HasBHOCTI B aHaM-
He3i HEMPUTOMHOCTI apUTMOT€HHOTO TeHe3y a0 3yNUHKH
cepus BuszHaueHHs QTc>460 Mc HOCUTH Ui BipOTriIHOT
nmiarnoctuku 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 HABAaHTAKCHHSAM (3 TPH-
BayuM 3amucoM EKI y mepion BiZHOBIEHHS MPOTITOM
6 xBWINH y Aopociux Ta 10 XBUIMH y HiTeH), SKe MOXe
BUSIBUTH aHOMaibHe monomxkeHHA QT y mepiox BimHOB-
JICHHS, HEe3BaXXKal04M Ha HOPpMaJbHUN ui MexkoBuit QTc Ha
EKT cnokoro. Ile mocimiKeHHS TaKOXK MOXE JOTIOMOITH
BusHayuTH reHotun LQTS 3a 3minamu narepHy 3yous T
Ta peakuieto cermenra ST Ha QizuyHe HaBaHTaKeHH. Taxk,
i yac GpizmyHoro HaBaHTaxkeHHs iHTepBan QTc 3a3Buyait
nogoBxkyeTbest mpu LQTS 1 tumy 1 3anuimaerscst momo-
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BXKCHUM IPOTATOM PAHHBOTO BiAHOBJICHHs. THm 2 Xapak-
TEePU3YEThCS TOAOBKEHUM 3HadeHHsAM 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 HaBAaHTAXKCHHS, 1 )KOTHOT
KOHKPETHOT 3aKOHOMIPHOCTI He OyJI0 BCTAHOBJICHO B 1HIITHX
piakicanx renotunax LQTS [48].

Cuin 3a3Haunty, mo ESC (2022) BBakae, mo ais mia-
rHoctukd LQTS Moxe OyTH KOpHCHHUM MPOBEACHHS OPTO-
KiiHOCcTaTnyHOi mpobu [5], ame B pexomenmaiisx CCS
(2023) Bim3naueno, mo tect EKI' crosum He mokasaB
JIOCTATHBOI MIarHOCTHYHOI I[IHHOCTI y AiTeH Ta MiaIiTKIB
[5]. V upoMy BikOBOMY Mepiofi HaWOUIBII 3HAYYIUMHE
e nani EKI, ocobmuBo B mepii 4 XBUJIMHU BiTHOBJICHHS
micis (Pi3MYHOTO HABAaHTAXKCHHS [5].

3Bakarouu Ha Te, MO NOAOBKEHHS iHTepBaTy QT Moxe
OyTH HENOCTIHHUM, TOMY JOOOBE XOITEPIBCHKE MOHITOPY-
BauHs EKI € mocuts iHQpOpMATHBHUM METOIOM, OCOOIHBO
mpu LQTS 2 Ta 3 tunis. Lle mosicHIOETRCS THM, IO Y Talli-
€HTIiB 3 TakuMu BapiantamMu LQTS Oinpmr BupakeHe 1moao-
BxeHHs iHTepBary QT croctepiraeTbes y HiuHUI 9ac abo
ITiJT 9ac MPOBEACHHS MPOBOKAIIMHNX TecTiB [15; 43].

IIpoBoKariliHi TECTH 3 BUKOPUCTAHHAM JIEAKUX JiKap-
CBKHX IIpenapariB MoxyTb jgornomortu Bupizuutu LQTS
cepell HIIMX BapiaHTIB KaHAJOMATIH, ane He PeKOMEH/y-
€TBCSl PYTHHHE ITPOBEJCHHS MPOBOKAIIWHOI IpoOH 3 BBe-
JICHHSIM ajipeHaliny [43; 47; 48].

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

V xBopux 3 LQTS He pekoMeHy€eThCSI iHBa3HBHE CIICK-
Tpodizionoriaae 00CTeKSHHS cepIis [5].

Jyxe BaxIHBHAM s AiarHOCTHKH camoro LQTS
Ta HOro BapiaHTIB Ma€ MEIUKO-TEHETWYHE TECTYBaHHS.
[Tamientam 3 yke BcTaHoBIeHHM miarHo3oM LQTS peko-
MEHJYEThCSI IPOXOAUTH T€HETHYHE TECTYBaHHS Ta OTpH-
MaTy KOHCYJIBTAII0 y CIeIiaTi30BaHOMY MEIUKO-TCHETHY-
HOMY IICHTpPi JUIsl MPU3HAYCHHS TCHOTHUII-CIICIU(IYHOTO
JIKYBaHHS Ta BHUSBJICHHS POIUYIB, IO BXOISATH 10 IPYNHU
PU3UKY BUHHUKHCHHS IIUTYHOYKOBOI TaXiKapil Ta pO3BUTKY
PCC [3; 5; 24; 48].

Tabmuusg 2
MonudikoBana giarnoctuuyna mkanaa LQTS (ESC, 2022)
Kpurepiii baiu
>480 mc 3,5
=460-479 mc 2
QTc = 450-459 mc (y 40JI0BIiKiB) 1
>480 Mc mpoTsiroM 4-01 XBUIMHH BiTHOBICHHS MiCIIs TECTY 1
EKT 3 (hi3MYHUM HABAaHTAKCHHIM
3apeecmposana maxixapoia muny «nipyemy (Torsade de pointes) 2
AnprepHartis Xt T 1
HasBHicTh 3a3y0nuH Ha xBuii T y 11 BingBenenHi 1
Hwuspkuii mynbse 11 Biky 0,5
Koristiami mposisi Cunkore 31 cTpecoM 2
0e3 cTpecy 1
CimeitHuit anamHe3 Ynen(u) 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 Oisbiie 3.

ISSN 2226-2008 OJIECBKUI1 MEJIMUHUI )KYPHAJ Ne 4 (189) 2024 65



orijiin JIITEPATYPHU

Takox mig gac obcrexxerns mamienta 3 LQTS HeoO-
X1THO IPOBOAMTH J1aOOPATOPHI TOCIIIKCHHS KPOBI 3 OIliH-
KOIO €JIEKTPOJIITHOTO CKJIaay, BH3HAUEHHSIM aKTUBHOCTI
KapaiocnenudiyHux (GepMeHTIB Ta MapKepiB 3alalieHHs,
BKIIIOYAIOUN JOCIHI/DKEHHSI THTPY aHTHTUI JIO CTPYKTYp
cepIlsl, TOPMOHAJIBHOTO MPOQIII0 IIUTONOAIOHOT 3251031
JUISl BUKJTIOYEHHST BTOPUHHMX CTaHIB, IO MPH3BOIATH JI0
[IUTYHOYKOBUX TaXiapUTMIi.

JlixyBarus LQTS Brimodae MDKINCUMIUTIHAPHAN TifI-
XiJ1, SKUH TOBUHEH Oy TH CIIPSIMOBAHHI HA 3HIKEHHS PU3HKY
PO3BUTKY HeOe3meuHnx s xutTa aputMiid Ta PCC. OcHo-
BHI npuHIUIHK JikyBanHs LQTS: kopekiis crioco0y KHTTs,
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
MIpUIHOM TIpernaparis, 1o MoAoBxKyIoTh iHTepBas QT. HeoO-
X1THO BiTMOBUTHCH BiJl €KCTPEMaIbHUX (iI3WIHUX HABAH-
TaXEHb Ta MIiHIMI3yBaTH TE€HOTUN-CICIH(IUHI TpUTEpH,
TIOTICPEUKYBATH  TU3EICKTPOJIITHI TOPYIICHHS. 3aHATTS
mpodecitHIM CIIOPTOM IPOTUIIOKA3aHI XBOPHUM i3 CHHKO-
nanpHOI0 (hopmoro LQTS Ta XBOpuM i3 TPyIH BHCOKOTO
PHU3UKY; 32 BiICYyTHOCTI KJIIHIYHUX MPOSIBIB Ta TEHETHYHO
migrBepmkenoro LQTS pimieHHS HpUAMAEThCS JIiKap-
CBHKOIO KOMICI€I0 B IH/IMBIAyaabHOMY NOPSAKY [5; 43; 48].

OcHoBy MmeaukamentosHoi Tepamii LQTS craHOBISTH
B-ampenooOnokaropu [3; 5; 15; 48; 49; 50]. Ileperara Hana-
€TBCSI TAKUM HECEJIEKTHBHUM [-apeHOOI0OKaTopam, SIK HaJlo-
non (1,0-1,5 mr/kr/no0Gy B 1-2 mpuifomu) Ta IpONpaHOINION
(1,0-4,0 mr/xr/no0y B 3—4 mpuiioMu), TOMy IO BOHH 3a0€3-
TIEYyFOTh OUTBITY e(heKTHBHICTE y TTOTICPEIDKCHHI apUTMOTCH-
HOTO PH3WKY, HDK CENeKTHBHI [1-aIpeHOOIOKaTopr — METo-
niporon Ta areronodn [3; 5; 11; 48]. BuzHaueHo, 110 Hamamomn
Ta TPOTIPaHOION HaOLTeI edexrrBHi ipr LQTS 1 Ta 2 Tmis
[43; 49]. Im HataeThCst MepeBara y XBOPHX i3 CEpe/HiM Ta BUCO-
KUM apUTMOTEHHHM pPHU3MKOM. XBOPHM 3 HH3bKUM PU3HKOM
PO3BUTKY JKHTTEBO-3aIPOXKYIOUOT apUTMIl MOYKHA TTPU3HAYATH
o6icomposton [48]. I1lo cTocyeThes MPU3HAYCHHS METOIPOJIONY
Ta areHoJIoy, TO OCTAHHIMH POKaMH L [-aapeHOOIOKaToOpH
obmexyrothest xBopuM Ha LQTS, oCKiIbKH X 3aCTOCYBaHHS
CYTIPOBOIKYETHCSI BUCOKUM PH3HKOM PELUIVBY TTOIOBKEHHS
iTepBaty QT i3 3arpo301o po3BUTKY apuT™ii [11].

Ha nmomarokx mo [-aapeHOOIOKATOpPiB XBOPUM 3 IIif-
tBepkeHIM LQTS 3 tumy Ta QTe>500 mc, y sAkux micis
mikapcpkoi mpobm QTc 3MeHmIyeThCs OUTBII HIK Ha
40 Mc, peKOMEHIY€EThCS MPU3HAUYECHHs OJ0KaTopa Harpie-
BHUX KaHaNiB MekcmieTuny (2,0-5,0 mr/kr y 3 mpuiiommu)
[5; 48; 51]. Takox y mesxkux Bapiantax LQTS y min-
JITKIB MOXJIMBE INpH3HAYeHHs! (iekoiHiny, sSKud Jie 3a
paxyHOK TNpHUTHIYEHHS il MIBUJIKUX HATPIEBHX KaHAIIB
[5; 43; 48; 52]. AHTHapUTMiYHA Tepamisi MPU3HAYAETHCS
JIOBIYHO 3 KOPEKIII€I0 03U MPErapaTy 3aJeKHO Bij 3011b-
[ICHHS Bard mairjieHra. Takok HEeOoOXiTHO MiATPHUMYBAaTH
KOHIICHTPAITIF0 KaJifo, MarHifo Ta KajbIlif0 Y CHPOBATII
KpOBIi B Mekax HOpMH [5; 43; 48].

VY pasi HemocTaTHROI €(PEKTUBHOCTI MEINKAMEHTO3-
HOI Tepamii xBopuM 3 LQTS moxkaszani Xipypriuai MmeTonu
JIKyBaHHS — JIIBOCTOPOHHA CHUMIATHYHA JCHEpBaIlis
ceprt (JICJC) ta immuranTamist kapaioBeprepa-aediopu-
naropa (IKJT) [3; 5; 43; 48]. BignoBigHo 10 pekoMeHa-
uiit Kanajacekoro toBapuctBa kapaiosoriB (2023) rtaki

METOIU JIIKyBaHHS Yy JiTel, sIK MPaBUJIO, BUKOPUCTOBY-
10ThCs piako [48].

JICJC pexomMeH10BaHAa 0COOIMBO MOJIOMM MAI[IEHTAM,
y SIKUX PelMIMBU IIUTYHOUKOBOI Taxikapii 30epirarTbcs,
HE3BaKAIOYM Ha MPUHOM MaKCUMAaJbHO JOIYCTUMOI JI03H
B-anpenobiokaropis. Takox JICJIC BUKOHYyeThCs SIK Ime
OJIMH KPOK Iepel PO3MIISLI0M HEOOXi1THOCTI BCTAHOBIICHHS
IK/I abo 3a HassBHOCTI mpoTHIioka3anb 10 K] uu BiqMoBH
BiZ HBOTO [5; 53; 54]. Busnaueno, mo anTudiOpunsTopHi
edextu JIC/C, Taki Sk ociaaOieHHs CUMIIATHYHOTO JIOKa-
J30BaHOTO PO3PAAY 1 MiABUIIEHHS mopora ¢GiopurAmii
[IJTYHOYKIB, 3HAYHO 3HIKYIOTH CEpPIEBI MOl IPUOIH3HO
Ha 90% micns npouenypu. Le poouts JICAC minHUM Bapi-
aHTOM JUJIs JTiKyBaHHs maiieHTis 3 LQTS, ocobmuro y miteit
abo y Bumaakax npopuBHuX cuHkome mpu LQTS 2 Ta
3 THIIB, € CIIOCTEPITaETHCSl BUCOKA CIIPUUHSTIMBICTD J10
CUMITaTHYHUX CIIECKIB [5; 43].

Bimnosinao mo pexomenmaniii ESC (2022) BcraHOB-
nenns K]l Hanexxutb 10 nokazanp Il kjacy Iuist XBOpHX
3 LQTS 3 ypaxyBaHHSM MOIJIMBUX YCKJIa{HEHb Ta ICUXOCO-
IIaJTFHOTO BIUIMBY Ha SIKiCTh JKUTTA marfieHTa [5; 43]. XBopi,
sIKi MatoTh Bucokui pu3uk LQTS, ta Ti, y xoro Oyrna 3ynmiHKa
cepIld 3 YCHIITHAM BiTHOBICHHSIM CEPIIEBOI TiSUTEHOCTI 200
MHO)KHHHI apUTMOTCHHI CHHKOIAJIbHI €IMi30[1 Ha T MpH-
oMy B-anpeHo0oKaTopiB, HOBUHHI TPOXOANTH arpecHBHE
JIKYBaHHS 3 IMIUIAHTAIlIE€I0 KapaioBeprepa-aediopuisTopa
[5; 43; 55; 56]. BcranoBnenns IK]l € BaximBuUM y Tepa-
il namieHTiB 3 miarepmkenum LQTS 3 Tumy, sikuit yacto
JIEMOHCTPY€ 3HW)KCHHSI Yy TIIMBOCTI /10 B-aJpeHOOI0KaTOpiB
Ta apUTMOTCHHUMH PELUIMBaMU ITij1 gac cHy [43].

[Mamientn 3 LQTS mnorpedytoTh MOCTIHHOTO criocre-
PEKECHHSI y CIICIiai30BaHUX apUTMOJIOTIYHUX LEHTPax
[5; 48]. YacToTa BigBigyBaHb 3aJCKUTH BiJl BIKY XBOPOTO
i TSOKKOCTI 3axBoproBaHHA. [Ipm cuHKomanbHIA (opmi
LQTS xoHTpOb €PEeKTUBHOCTI Teparii i MOHITOPUHT (ax-
topiB pusuky PCC mpoBoauthesi 1 pa3 Ha 1-6 MicsIiB.
3a BIiZICyTHOCTI CHHKOIE MOHITOPHHI (DAKTOPIB PHU3UKY
MPOBOJUTHCS He pifme 1 pady Ha pik. B mybGepratHomy
nepiozi — 1 pa3 Ha 6 MicsIiB.

XBopuM 3 IKJl KOHTpOJIb CHCTEMH IPOBOAUTHCS HE
pinme 1 pasy Ha 6 MicsIiB; a TAaKOX IIopasy y pasi crpa-
IILOBYBaHHS MPUCTPOIO0 a00 pElUIUBY CHHKoOme. Y pasi
maHoBoro koHtpomo cucremu IKJ[ momepeanbo mpo-
BoasTecst EKI, xonrepiBchbke MOHITOpYBaHHS CEPLEBOTO
purmy, J1ExoKT, pertreHorpadis oprasis rpyqHOi KIITKA
y IIpsAMii 1 JTiBiH O19HIH IPOEKIIIAX.

[MuTanHg PO BAaKIWHAINIO BHUPIIIYETHCS B 1HIUBIOY-
QIBHOMY TIOPSJIKY 3aJIEXKHO BiJ KJIIHIYHOTO CTaHy IUTHHH,
e(PeKTHBHOCTI MEIUKAMEHTO3HOTO KOHTPOJIIO apHUTMil,
a TaKOX 3 ypaxyBaHHIM paHillle BUSBICHUX MPOBOKYIOUNX
YUHHMKIB (3B’s30K MaHidecTanii apuTmil 3 BaKIMHALIETO,
iH(EKIIHHUM 3aXBOPIOBAHHSM).

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

Jist imtocTpanii BuIne 3a3Ha4eHNX MOJI0KEHb HAaBOIMMO
KJIIHIYHWI BUITAJIOK BIacHOTO COCTEPEKEHHS Ta
BeneHHs nutuHu 3 LQTS.

Jurtuna N., 13 pokiB, HagiiduIa 10 BiUTIICHHS iHTCH-
CUBHOI Tepartii 001aCHOT KITIHIYHOT TUTSYOT JTIKapHIi 3 KHUT-
TE€3ArpO3JIMBUM TIOPYLICHHSIM CEPIIEBOTO PUTMY.
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3 aHaMHe3y 3aXBOPIOBAHHSI BiZIOMO, 1110 Y XBOPOT Mif
4ac 3aHATh Y MIKOJI OyJ1a BTpaTa CBIiJOMOCTI, sIKa CYIpPOBO-
JDKYBaJach 1iaHO30M LIKIpH Ta HOCO-TYOHOTO TPUKYTHHKA,
MHUMOBUIEHUM CEYOBHITY CKAaHHSIM.

3 aHAMHe3Y JKHTTS 3’ICOBaHO, 1[0 TUTHHA BiJ 2 BariT-
HOCTi, sKa Tnepedirara 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 BTPYYaHb
He Oymo. Anepriunuii anamHe3 He o0TskeHuit. [lim wac
Oeciau 3 Matip o OyII0 3’ICOBaHO, 110 B MOJIOIIINX KiIacax
npu oocterxeHHi Ha EKI — 03HaKu MOI0BKEHOTO IHTEpBATY
QT, asie moBHOTO OOCTEIKEHHSI TUTHHI TIPOBEICHO HE OYII0.
Maru — 41 pik, nepeHecna ineMidauii iHCYIBT y 2016 p.,
6atbko — 41 piK, 370pOBHH.

JluTrHa HaifnUIa 10 JTiKapHi B TSHKKOMY CTaHi, [0 3yMOB-
JICHO MOpYIIEHHsIM ceprieBoro putMy, AT 60/20 mm pr.ct.,
SpO,—92%, na EKT" moiMopdna nuryHouKoBa Taxikapis.
He muxomanmna. Karapansaux sumi He 6yno. CTaH cBino-
MOCTI — IIPUTITYTIICHH, OIiHKA 3a IIKayoro koM [Tmasro 12
6amiB. Oui BimkpuBae, 3iHumi giamerpom 3 MM, OD=0S,
(dbotopeakiiii  30epexkeHi, MISIBi, CHUMETPUYHI, OIS
KopoTKodacHO (ikcye. KopHeasibHi Ta poriBkoBi pediiekcu
30epekeni. ToHyc M’si3IB 3HWKEHHH, pyXH B KiHI[IBKAax
30epexeni, D=S. CymoMm He crocrepiramocs. MeHiHre-
aJbHI 3HaKM HeraTuBHi. [py0oi BOrHMIIEBOI HEBPOJIOTiY-
HOi CUMIITOMAaTHKH HE BUSIBIICHO.

JiBunHKa paBHIBHOT Ti0OY/10BH, BHCOKOpOCIa (Bara
58 kr, 3pict 175 cm, IMT = 19,3 kr/m?). LlkipHi mOKpuBH
Omio-pokeBi, 6e3 BucuIy. BuanMi ciim3oBi pokeBi, BOIIOTT,
ryou poxkesi. [lepdysis HIrTHOBUX JOX 3370BiLTbHA. Jlyic-
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TaJbHI BUAJIUIM KIHLIBOK Terni Ha noTuk. [lepudepiii-
HUX HaOpsKiB Hemae. J[MXaHHSA CaMOCTIHHE, PUTMIYHE,
Y/l 18 3a xBunuHY. AyCKyJIbTaTUBHO Yy JIETCHIX AUXAHHSA
BE3UKYJISIPHE, TIPOBOAMIIOCS Y BC1 BLUIUIH, IIOMIPHO TOCIIa-
Onene B 0a3albHUX BiJIIAX, XPUIIM HE BUCITYXOBYBAJIHCh.
[lepkyTopHO Hal JETeHsIMU SICHUN JereHeBUH 3ByK. TOHH
cepus TPUIITYIICHI, apUTMiYHI, KOPOTKHUH CHUCTOIIYHHUN
mryM Haj BepxiBkoro, YCC 86 ymapiB Ha XBHWINHY. ApTe-
piaibHa TiMOTeH3is.

JKuBiT M’ SIKUii, TOCTYITHUH MaNbHIaIii y BCiX Bigminax.
ITeuinka Ta cenesinka He 30inmbiueHi. Pizionoriuxi BiA-
MIPABJICHHS HE MMOPYIIICHI.

ITig yac EKI-00cTexKeHHsT y XBOPOi BHUSBICHO IOPY-
IIEHHSI CEPLIEBOT0 PUTMY — ITOJTIMOp(HA IITYHOUKOBA TaXi-
Kapis THITY «I1ipyeT». UeproBuM JlikapeM BBe/IEHO KOp/ia-
poH 5 mr/kr B/B crpyitno. Ha EKI™ Ha 111 KOpOTKOTpUBAIMX
€Mi30/1iB CHHYCOBOTO PUTMY 3apEECTPOBAHO IOJOBKCHHUH
inTepBan QTc mo 690 mc Ta momiMOpdHY NIUTYHOUYKOBY
Taxikapairo tumy «iipyer» (puc. 1 A, b).

Kopnapon BigmiHeHO. BiAmoBigHO 1O peKOMEHMIAIIiH
€BpoIeHCHKOTO TOBapuCTBa Kapiomnoris (2022) BHyTpimI-
HBOBEHHO BBEACHO JIIOKalH y CyMapHiid m03i 3,5 MI/KT.
3HOBY CTiifKoro eexry nocsarayto He Oya0, IpHU3HAYCHO
B-6mokaTop aHanmpuiaiH y mo3i mo 20 mr 3 pasu Ha 100y
BHYTpiliHbo. CTaH AMTHHM cTaOlli30BaHO, HAmaj HLTy-
HOYKOBOI Taxikapaii kymiiioBaHo, Ha EKI' 3apeectpoBana
[apacuCTOJIiYHa ILTYHOUKOBAa OireMeHis, CHHIPOM IOJI0-
Bxenoro inrepsany QT (puc. 2 A, b).

Hamani mpotsrom mo0u MOBTOPHO OyIH 3apeecTpo-
BaHi HamaJgW LUTYHOYKOBOI TaXikapiii THIy «IipyeT».
JuTHHY TepeBeIeHO N0 KapAioXipypriyHOTO BiIiJICHHS
Y «lHCTUTYT 3aranbHOI Ta HEBIIKIAmHOI Xipyprii iMeHi

Puc. 1. a, 6 — BepeTeHonoAiOHa moJ1iMOpP(HA HITYHOUKOBA TaxiKapAisa THIY «IipyeT»
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Puc. 2. a, 6. [Tapacucroniyna nurynoukona diremenisi, LQTS

B.T. 3aiineea HAMH VYxpainn» (M. XapkiB) aist BUpi-
LIEHHs] MUTAaHHS IMIUTaHTaLil KapaioBeprepa-nediopuis-
TOpa, PO 110 OTPUMAHO 3roy OaTbKiB IUTHHH.

JliarHo3 Ha MOMEHT TIEPEBOY: CHH/IPOM MO/I0BKEHOT0
inTepBaay QT. [MoaiMoppHa mIyHOUKOBA Taxikapmis.
Cunkone. CyGaoprajbHa aHoMajJbHa XopjAa JIiBOTO
miIyHouka. Opraniune ypaskenns IIHC, cunapom Bere-
TaTUBHOI JuchyHKUIL.

3a yac criocTepeskeHHs1 AMTHHA 0yJ1a o0cTeskeHa.

Kainiunuii anauiz kpoi: nedinurHa aHemist Jierkoro
CTYIEHSI.

Kainiunuii anani3 ceui: 6e3 narosorii.

BioximMiuHi moka3HUKM: 3araibpHU OUIOK, MPOTETHO-
rpama, IyKop KpoBi, TponoHiH T, KpeaTHHIH Ta ce4oBHHA
KpoBi, OumipyOiH 3arampuHuii 1 ¢(pakuii, TpaHcaminasm,
TiMOJIOBa TIpoda, anmb(a-amiiasa KpoBi, JaKTaTAerigpore-
Haza, kpeatruH(ochoKiHaza, TyXHA (ocdaraza, JIimiTHAN
CIIEKTP KPOBI — B MEKaX HOPMH.

Pentrenorpagisi opraniB rpyiHoi TNOPOKHMHU:
nereHi 0e3 narosoriyaux 3min. Cepiie MiTpaibHOI KOH(DI-
rypauii, tamis 3riampkena 3a paxyHnok I nyru, KTI1=39,7%,
Kapaio-aiadparmManbHi KyTH: TOCTPUHA MPaBOpYyY, MPSIMUI
JIBOPYY.

EKT': HeonHOpa30BO Oyiiu 3apeecTpoBaHi MOPYIICHHS
CepUeBoOro puTMy (MmoiiMopHa HITYHOYKOBA TaxXiKapist
TUILy «IIpyeT»; HapacucTOIiUHa ILUIyHOYKOBAa OireMeHis,
CHHIPOM TTof0BXeHoT0 iHTepBairy QT).

JExoKI': cybaoprambHa aHOMajgbHA XOpAa JIIBOTO
IITYHOYKA. 3HIKEHHS CKOPOTIIMBOI 3JaTHOCTI JIIBOTO MITy-
Houka (PB=49%) Ha i nuryHouxoBoi Taxikapaii. [Topy-
LICHHSI 1aCTONYHOI (PYHKIIIT JIIBOTO IUTYHOYKA.

Y3/l opraHiB 4YepeBHOI MOPOKHUHH Ta HHUPOK:
MMOMipHE 30UTBIICHHS MEUYIHKK 10 2,5 CM HHXKYE Kparo
pebepHOT yru, CTPYKTYpa OJJHOPIIHA, EXOTCHHICTh HE Mijl-
BuleHa; noMipHa aedopmaist YUMC, conboBa iHKpycTaris
MHCOK HHUPOK.
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EEI': o3Haky 3HMKeHHs (DYHKI[IOHAJIBHOT aKTUBHOCTI
KopH rojioBHOro Mo3Ky. IImockuit Tun EEI. HuwxHbOCTBO-
JI0Ba JUCHYHKIISL.

ExoETI': o3Haku sikBopHOI rineprensii | crynews.

Jonneporpadiss cyiuH rojioBm Ta WIUi: OTpUMaHi
J00pl  yABTPa3BYKOBI CHUTHAJIM 3 IEPEeIHbOI, 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 3HAa-
YHO 3MIHCHUH.

MPT roJsioBHOro MO3Ky: Ha cepii OTPUMaHHX TOMO-
rpaM roJIOBHOTO MO3KY BOTHHIIIEBOT MATOJIOTI] Ta IHTpaKpa-
HiaJIbHUX NaTOJIOTIYHUX 00’ €MHHUX YTBOPEHB HE BUSIBIICHO.
BokoBi nutyHoukn Tpoxm acumerpuuHi (S>D), posmipu
B MeKax HOpMH, 3 Ta 4 IUTyHOUYKH He 3MiHeHi. CepeanHHi
CTPYKTYpH He 3MimeHi. Tpoxu po3imupeHi KOHBEeKCUTAIbHI
cy0apaxHOiJaIbHI MPOCTOPH Ha TJIi MOYATKOBHX TiIIOTPO-
(iuHMX 3MIH BiITIB 000X Temicep roJIOBHOTO MO3KY.
T'imoi3 Ta rimotaraMiyaa 30Ha He 3MiHEHi.

KoncyabTanisi Helipoxipypra Ta 0TOJIapHHIOJIOra:
aTOJIOTi HE BUSBIICHO.

KoncyabsTaniss HeBponarosiora: opraHiyte ypakeHHs
IHC, cunapom BeretaruBHOT quchyHKITT.

Koncyabranisi kapaioxipypra-apurmosiora: CcuH-
JpoM rnofioBkeHoro intepaiy QT, nonimopdHa nuryHOU-
koBa Taxikapaisi. Cunkorie. JIMTHHI OKa3aHO OnepaTHBHE
JIKyBaHHS — IMIUTAaHTALls] KapioBepTepa-aediopuisitopa.

B ymoBax kapmioxipypriuaoro Bimmiienns Y «lacTH-
TYT 3arajibHOI Ta HeBinKkiaaHoi Xipyprii imeni B.T. 3aiinesa
HAMH Vxkpaian» XBopiii mpoBeieHa IMIUTAHTALisl Kapi-
oBeprepa-nedidprsitopa. [licnsonepamiiiamii nepion 06e3
ocobnuBocrei. Ha 5-Ty 100y cTaH MamieHTKH 3 TMOMITHUM
noyinmeHHsM. [lapaMeTpy reMOAMHAMIKM ONTHMAJIbHI.
CuMITTOMIB CeplIeBOT HeJIOCTaTHOCTI He BusiBieHo. Ha EKT:
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ckopoueHHst iHTepBaiy QT, HUTyHOUYKOBI apuTMIi HE peLu-
nuByr0Th. Podota IK/] cTabinpHa y 3agaHoMy pexumi. Pexo-
MeHzoBaHO npuiiMarn Oeranok 30K (meromposnon) 25 mr
1 pa3 Ha 100y 3paHky i3 konTposiem YCC, AT Ge3cTpokoBO
i HamisimoM kapmaionora. Konrpoms EKI Ta crany imm-
JIAHTOBAHOTO KapJioBeprepa-aediopmisTopa 2 pasu Ha pik.
[Mporunokasano Hapaxkatu IK]{ BIUTHBY eeKTPOMarHiTHOro
TIOJIsI, yV pa3i BUKOHAHHS XipypridHUAX OmNepariii KOpUcTyBa-
TUCH OIMONSApHUM KoarymsatopoM. CIocTepexeHHs ciMei-
HOTO JIKapsi, KapIioiora, moMipHa ¢i3udHa aKTHBHICTb.

Harenep cran autuHM cTalinbHUi; mepebyBae mo3a
MeXaMH YKpaiHu.

OCOONHUBICTIO 1BOTO KJIIHIYHOTO BHIIAAKY € T€, II0
y IUTUHHU MaB Miciie Bpomkenuit LQTS, mpo skuii Bkasy-
Banu nonepenni EKI -nocnipkenns, ane qutuHa He Oyoia
00CTe)KeHa B TIOBHOMY 00CsI31 1, BiJIIOBIHO, HE IPU3HA-
4aJoch a/ieKBaTHe NMpopuIaKTHYHE JiKyBaHH. KiliHIvHIM
MIPOSIBOM CTaJ0 CHHKOIE y Billi 13 pOKiB, 10 THITOBO JJIs
TaKoro BiKy. Takox TUTHHA KIHOUOI CTaTi, [0 YaCTIIlIe Tpa-
IUIEThCS TTOYMHAIOUM 3 MiJUTITKOBOTO mepioay. CHHKOIe

orijiin JIITEPATYPHU

Ha mii LQTS Oyiio BUKIMKAaHO PO3BUTKOM MOJIIMOP(HOT
LITYHOYKOBOI TaxiKap/il THITYy «IipyeT», sKa € MPeJInKTO-
pom PCC. KyniroBatu Hama/t BAaiIoCs Ha T PU3HAYECHHS
Oera-6110KaTopiB. 3 OIVIALY HA T, L0 y AUTHHU BXKE PO3BH-
HYJIOCSI CHHKOTIE BHACIIIOK TOTiMOp(HOT Taxikapil THITy
torsades de pointes sk Mapkep MOxIUBOTO po3BUTKY PCC,
TO TaKTHKa BEICHHS TaKoi XBOPOi moTpelyBajia BCTAHOB-
nenss 1K/] 3 moXuTTeBUM mpuitoMoM OeTa-010KaTopiB Ta
CIIOCTEpEXEHHsI Kap/ioJiora Ta Kapaioxipypra.

BucHoBknu

Taxum 9rHOM, ¥ poOOTi HaBEACHI OCHOBHI MOJIOKEHHS,
IO CTOCYIOTHCSI CYYaCHMX 3HAaHb IIPO CHHIPOM IIOZO-
BkeHoro intepBaidy QT, oCHOBHI KIIHIUHI TPOSIBH, [ia-
THOCTUYHI KpHUTEpii Ta TAKTUKY JiKyBaHHs aiteit 3 LQTS.
Takok HagaHO NMPHKJIIA] BIACHOTO KIIHIYHOTO CIloCTepe-
JKeHHS TimmiTka 3 BpomkennM LQTS. Bumieskazani nani
PO3IIUPATH 3HAHHSA MEAiaTpiB, CIMEWHHUX JIiKapiB Ta TUTA-
YUX KapaioJOTiB PO CHHAPOM IOJOBKEHOTO IHTEpBAIY
QT sx npeaukropa ¢aralbHUX MOPYIIEHb PUTMY CEpLs
y IiTel Ta JO3BOJSITH CBOEYACHO MOIEPEIDKYBATH PO3BU-
TOK PanTOBOI CEPLIEBOI CMEPTI B AUTSYOMY Billi.
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