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Beryn. Cunapom nogoskenoro intepsany QT (LQTS — Long QT Syndrome),
TaKOX BIJOMHH sk cuHIpoM PomaHo-Yopna, € cepiio3HUM MOPYIIEHHSM CEpPIIEBOrO
pPUTMY, 10 BUHUKAE BHACIIJOK HEPETYJIAPHOI €NEeKTPUYHOI aKTUBHOCTI cepisl. Bin
BHU3HAYAETHCS MOJI0BKEeHUM iHTepBasioM QT Ha enekTpokapaiorpami, o Bijoopaxkae
YIOBUIBHEHY pemoJispu3alliro KIITHH cepis. Lledl cTaH miagBUIye WMOBIPHICTH
BUHUKHCHHS HEOC3MEUHUX IS JKUTTA HUIYHOYKOBUX apUTMIiM, Takux sk torsades
de pointes, siki MOXYTh TIporpecyBatu a0 pantoBoi ceprieBoi cmepti (PCC) [1, 2].
[InyHOYKOBa HEIOCTATHICTh HAJEXKUTH JIO TPYIU KaHAJIOMATIA — 3aXBOPIOBaHb, IO
BUHHUKAIOTH Yepe3 NUCHYHKINIO I0HHUX KaHAIB cepilsi. B OCHOBI JIGKUTh FeHETHYHA
IaToJIOTISA, sKa TOpYyIIye OajaHC KaTi€eBUX, HATPIEBUX a00 KaJBI[IEBUX CTPYMiB
yepe3 MeMOpaHu KapmiomionutiB. Llei aucOanmaHc BIUIMBA€ Ha HOPMabHUN ITHKJ
EJIEKTPUYHOT aKTUBHOCTI Ceplis, MOAOBXKYIOUM ¢aszy penosispusallii i CTBOPIOIOYHU
nepeayMoBU NSl TaxikapAii Ta ¢iOpumsiii. 3aXxBOpIOBAaHHA KJIIHIYHO 1 T€HETHYHO
TreTepOTeHHE, 3 YWCICHHUMHU MYTAIliIMH B TEHax, [0 KOAYIOTh OUIKM 10HHHX
KaHaIiB, 10 BU3HAYAE IMUPOKUH CIEKTP MOr0 IMPOSBIB 1 CKIATHICTh JIarHOCTHKH
[3].

Meta. BuBuntu 0co0IMBOCTI MaToreHe3y, KIIHIYHUX BapiaHTIB, JIarHOCTUKH
Ta JiKyBaHHS XxBopux Ha LQTS.

Marepianu i meToau. JlocmimpkeHHs BKIIOYAIO OTJISIT HAYKOBUX MPallb, Y TOMY
YUCJIi MeTa-aHaji3iB Ta KIIHIYHUX TOBIIOMJICHb 3 MDKHAPOJHHX KapaioJIOTTYHUX
KypHaIiB, mo crocytotbest LQTS, sxi Oynu gocTymHI y BIIKPUTHX HAYKOBUX 0azax
nanux, Takux sk PubMed, Google Scholar, KokpaniBcbka 0i10mi0Teka, HarionansHa
MennyHa 010/110TeKa Ta HIII.
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PesyabTatn Ta o0roBopenHsi. Etionoris LQTS mnos'a3ana 3 MmytamissMu y
noHaza 15 renax, sKi peryiaroTh (DYHKIIIO 10HHUX KaHaliB y cepuil. Haituacrime
myTanii BinOyBatoThcsa B reHax KCNQI, KCNH2 i SCN5A, sxi BIANOBIJAIOTH 32
peryssiilo KalieBUX 1 HaTpieBUX KaHamiB. L{i reHeTuuH1 Bapiailii MpuU3BOISATH 0
BUHUKHEHHS JAekuibkox miaTumiB LQTS, cepen sxux Hainomupenimum € LQTI.
Buxnukanuii myranismu B reni KCNQI1, LQT1 cranoBute npubnauzno 50% Bcix
J1arHOCTOBaHUX BUMAJKIB. Y IUX MAIlIEHTIB HAMAAX apUTMIT 3a3BUYall MPOBOKYIOTHCS
($13MYHUM HaBaHTaXEHHSAM, ocoOnuBO IaBaHHAM. LQT2, nos's3ana 3 myTtauisiMu
KCNH2, yacto npoBOKYeTbCS €MOIIHUM cTpecoM abo rydHumH 3Bykamu. LQT3,
cnpuunHeHuid myTarisiMu SCNSA, 3a3Buuail IposBIAETHCS Y CTaH1 CIIOKOK a0o i
yac cHy. Myranii iHmux rexiB, Takux sk CALM1, CALM2 a6o CALM3, nog's3aHi
3 pinkicaumu (opmamu LQTS, ski 4YacTo CynpoOBOJKYIOTbCS OUIBII BaKKUMU
nposiBamu [2, 4].

Cunzmpom mogoBkeHoro iHTepBary QT MOXKHA pPO3AUTUTH HA TEHETUYHO
TeTEPOTCHHY BPOJKEHY (popMy Ta HaOyTy (hopMmy, sSKa Y4acTO BUKIMKAHA MPUHOMOM
nikiB. Bpomxena ¢opma 3yctpiyaerbest HaazBuuaiiHo piako (1:10 000 mosori).
CunapoMm mnojsoBxkeHoro iHTepBany QT wmae KiIiHIYHE 3HAYECHHS, OCKUIBKU SIK
BPOJIKEHA, TaK 1 Ha0yTa hopmu curapomMy QT MOXYTh MPU3BOJUTH JI0 IITYHOYKOBOT
Taxikapnuii [5].

[Tarorenetnuno LQTS BuHUKae BHACHiIOK AUCHYHKIT 10HHUX KaHAIIB, IO
MOPYIITy€e eISKTPOJITHUN OanaHc y KiaiTuHax cepud. [lopymenHns GyHKINT KadieBUX
KaHAJIIB 3aTPUMYy€E BIATIK 10HIB Kajlilo, IO MNPU3BOAUTL 10 IOJOBXEHHS (Da3u
penossipu3aiiii. AHAJIOTTYHO, MyTallii HATPIEBUX KaHAIIB MPU3BOIATH 10 HAIMIPHOI
aKTUBHOCTI, 10 1€ OUTBIIE MOJAO0BKYE MPOILIEC Penospu3alli. XapakTepHOK 03HAKOIO
IILOTO po3Jiany € nmojaoBxkenuit inTepan QT, mo criocrepiraeTsest Ha EKT. V geskux
BUIIAJIKaX y MAIIEHTIB MOXKYTh BUHUKATH OOOPOTHI IIIYHOYKOBI Taxikapii, Taki K
torsades de pointes, sIKi MOKYTh MUHATH CIIOHTAaHHO a00 mepepocTaTH y pidpuisiito
IUTYHOUKIB — HEOE3MEYHHM ISl KUTTS CTaH, 10 BUMAara€ HEraHOTO MEIMYHOTO
BTpy4aHHs [6].

Kniniuni mposisu LQTS nyxe BapiaGenbHi. Jleski Mami€eHTH MOXYTh MAaTH
0e3cMMIITOMHUN TMepedir, B TOW dYac SIK Yy IHIIUX MOXYTh CIOCTEpIiraThcs
HEMPUTOMHICTB, cyoMu abo HaBiTh PCC. Hamagu HEMpUTOMHOCTI YacTo € MepIIuMu
CUMIITOMaMH 1 BHHUKAIOTh Yepe3 KOPOTKOYACHY Timomnepdy3ito MO3KYy BHACIIIOK
IIUTYHOYKOBOI Taxikapii. Y aiTei Ta mijyIiTKIB I CHMITTOMH MOXYTh OyTH IIOMHJIKOBO
niarHoctoBaHi sk erinerncis. Po3Butok PCC € HalicepHO3HIIIUM YCKIaTHCHHSM,
0COOJIMBO Y MOJIOJIUX JIFO/ICH, SIK1 HE OTPUMYBAJIA HAJICKHOTO JIiKyBaHHs. [IyckoBumu
dakTopamMu TakuX MO MOXYTh OyTH (i3WMYHI HaBaHTAXKECHHS, €MOILIWHHUIA CTpecC,
TY4HI 3BYKH Ta TI€BHI JIIKM, TaKi SK MakKpodiau, (TOPXIHOJOHU Ta aHTUIICUXOTHKU
[2, 3].

Hiarno3 LQTS rpyntyetrbcsi Ha kimiHiyHMX JanuX, EKD' Ta renernunomy
TecTyBaHHl. OCHOBHUM A1arHOCTHYHUM KpuTepieMm € noaosxeHHss QT monan 450 mc
y 4oJI0BiKiB 1 460 Mc y xiHOK [1].
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Baxxnusumu pesynbratramu EKI' npu cunzapomi noposxkenoro intepainy QT
€ (pUCYHOK):

- Ilonomxkenus QT abo wac QT mommmii 3a 0,44 cexynau (B Hopmi 0,35-0,44
CEKYH/IH )

- IlInynoukoBa Taxikapnis (torsade de pointes: mBuaKa Ta nojgiMopdHa hopma)
CunycoBa Opaaukap/isi y CTaHl CIIOKOIO Ta npu (Pi3UUHOMY HaBaHTaKEHH1
crutouieHui abo HeratuBHUM 3yoeus T
BUCOKHI ab60 nBodazumii 3ydens U 13y06enns TU
3aJIeKHUH BIJ] YACTOTH CEPLIEBUX CKOpoueHb yac QT

- .

Puc. Cunnpom nonosxkeroro intepBany QT (cunapom Pomano-Yopna). UCC 90/xB,
gac QT 0,42 cek, BignocHu# yac QT nmomorxkenuii Ha 128%, QT maTosoriyao
nojosxeHnii Ha 0,49 cex MaToOJIOTIYHO TOJOBXKEHUH [5].

Opnax EKI' we 3aBxnu iHGopmaTuBHA, OCKIIBKHM TpUBANICTh iHTepBary QT
MO>K€ 3MIHIOBATHCS B 3aJIEKHOCTI BiJf YaCTOTH CEPIEBUX CKOpoueHb. /(s OIiHKH
PU3UKY BHKOPHCTOBYIOTH CIEIiasIbHI IIKaiH, Taki sk mkana [lIBapia, sika BkiIrodae
nokaszuuku EKI', cumnromu Ta ciMeiHuil aHamHe3. ['eHEeTHYHE TECTyBaHHS MOXKE
MIATBEPANTH Aiarao3, BuzHaunTu miaTun LQTS 1 HagaTy BigmoBigHe TikyBaHHSA. BoHO
TaKOX BaXKJIUBE i CKPUHIHTY POJIMYIB MAIIEHTIB, OCKUIBKH CHHAPOM TMEPENAETHCA
32 ayTOCOMHO-JIOMIHAHTHUM THIIOM [ 1, 4].

Cepen iHmMX mpuYuH MofoBxkeHHs iHTepBary QTc, ski cimig Opatu 10 yBaru
JUTSL TIPOBEAICHHST AU EPEHITIABHOT JIarHOCTUKH, BUIUIIOTH mogoBxeHHst QT uepe3
BUKOPHUCTAHHS JIIKAPCHKUX 3aC001B, T1MOKAIIEMIIO, TIEBHI HEBPOJIOT14H1 3aXBOPIOBAHHS
(30KpeMa, cybapaxHOifaabHy KPOBOTEUY), & TAKOXK CTPYKTYPHI 3aXBOPIOBAHHS CEPIIS.
BaxnuBo BpaxoByBaTH 11 (pakTOpu, MO0 YHHKHYTH TOMMJIKOBOI I1HTEpIpeTalii
KJIIHIYHOT KapTUHU Ta 3a0€3MeUNUTH TOYHY A1arHOCTUKY [7].
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OcHoBoto nikyBaHHs LQTS € Geta-0m0kaTtop, sSIKi 3HHKYIOTh PU3UK apUTMiH,
OJIOKYIOUM aJpeHEepriuny cTumylsiito. [IpenapaTtu, Taki Sk MponpaHoJIoN 1 HaA0OII,
€ HaledexkTuBHimuMEU s namieHTiB 13 LQT1 1 LQT2. Iamientu 3 LQT3 MoxyTh
OTPUMYBATH JOJIATKOBY TEpaIlit0 MEKCUJIETUHOM, SIKUM OJIOKY€E HaIMIpHY aKTUBHICTb
HaTpieBUX KaHaiiB. J[ns oci0 13 BHCOKMM pHU3MKOM, HAMNpPUKIQA THX, XTO
MepeHic 3yMuHKY cepus, abo B KOro MEIMKaMEHTO3Ha Teparnis HeedeKTHUBHA,
PEKOMEHJIOBAaHO  IMIUIAHTAILlI0  KapaioBeprep-aediOpunsitopa. Y  PLIKICHUX
BUIIAJIKaX MOKE 3aCTOCOBYBATUCh CUMIIATEKTOMIA, sIKa 3HIXKYE PU3UK aJPEHEPTrIUHO
3aexHuX aputMiid. [lalieHTaM TakoX PEKOMEHIYETbCS YHMKATH MPOBOKYHOUHMX
dakTopiB, 30KkpeMa (GI3BUYHUX HABAHTAXKEHb, CTPECy Ta JIKIB, IO MOJOBXKYIOTh
QT [3, 6].

BucnoBku. Jliarnoctuka namieHTiB 3 LQTS Bumarae Haa3Bu4aitHOT MUJIBHOCT1
Ta BIAMOBIAHOrO PiBHA KBadidikallii Jikaps yepes miaBuieHuit pusuk po3sutky PCC,
0COOJIMBO SIKIIO TaKI MALIEHTA HE OTPUMYIOTh HAJIEKHOIO JIIKyBaHHS. TakuM YHHOM,
BUCOKUU PiBEHb OOI3HAHOCTI JikapiB 3 npoodsiemoro LQTS, cBoeuacHa niarHOCTHKA
Ta a/IeKBaTHE JIIKYBaHHS JIO3BOJISITH MOMEPEIUTH PO3BUTOK TSHKKUX apUTMOTEHHHX
CTaHIB Ta BPSTYBATH JKUTTS 111€1 KOTOPTH MALIEHTIB.
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