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BPOOXEHUA CUMHOPOM MOAOBXEHOIO IHTEPBAJTY QT: CYHACHUW
CTAH NPOBJIEMUA

Pe3ioMe. BpomxeHusi cuHapom noaoBxeHoro inTepsany QT HANexXuTb [0 NEPBUHHUX e1eKTPUYHMX 3aXBOPIoBaHbL CepLs i
XapakTepu3yeTbCs MOAOBXEHHAM iHTepBasiy QT Ha e/1eKTpoKapaiorpami CrioKoo, nNapokeusmamm Taxikapaii tuy "nipyet”, o
TPaHCOOPMYETLCS Yy PIOPUNIALLIIO 3 T0AA/bLLIMM PO3BUTKOM CUHKON&/IbHMX CTaHIB | parToBOi CEPLIeBOI cMEPTI.

Knio4oBi cnoea: cuHapom nonosxerHoro intepsany QT, panToBa cepLiesa CMepThb, MapOKCUMATIbHA LLITYHOYKOBA Taxikapaisi
Tmny "nipyer”.

MpoTArom OCTaHHIX AECATUNITE panToBa CEPLIEBA CMEPTL  BiLli BU3HAYAOTLCS Y OCI0, L0 HE MaloTb CTPYKTYPHUX 3MiH
(PCC) 3anuwaetbca ogHieto 3 HarbinbL BaroMunx cepen,  3i cTopoHu cepus [10, 13]. 3Ha4Ha KinbKicTb BMNaaKiB pan-
HEeBUpILLIEHNX Npobnem KiiHiYHOT Kapaionorii. 3 ycix npu-  TOBOi cMepTi 06yMOBeHa 3M109KiICHUMUN LLITYHO4KOBUMMN
YUH CMEPTi B po3BUHEHUX KpaiHax PCC cknapae 12-18%,  apuTmiaMmn BHACNigoK MNEPBUHHUX E€NEKTPUYHUX 3aXBOPIO-
npu uboMy Ha ii YacTky npunagae 6inbwe 50% BunNagkiB  BaHb Cepus - KaHasIoNarii, B TOMY YMCHi BPOOXKEHOrO CUH-
cepueoi cmepTi [5]. o 10% sunaakie PCC B monogomMy — apomy nogosxeHoro iHtepsany QT (CMIQT) [17]. Oanwnia
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CUHOPOM XapakTepmn3yeTbCs NOOOBXEHHAM iHTepBany QT
Ha enekTpokapaiorpami (EKIM) cnokoto, Hanagamun BTpaTtn
CBIOOMOCTI BHaACnigokK noniMmopedHOi LWIyHOYKOBOI Taxi-
KapAii, Taxikapaji Tuny "nipyet”, abo ¢ibpunsauii WnyHouUKiB
[6]. B ocHOBI 3axBOpIOBaHHA nexarb MyTalii B reHax, Lo
BiZNOBIAAIOTb 3a NOPYLUEHHA OYHKLUIN IOHHUX KaHanis. Lii
NOPYLLEHHS MPU3BOAATHL A0 NATOMNOMYHOI 3MiHW LWBMAKOCTI
iOHHMX TOKIB Ta 36i/bLUEHHIO TPMBANOCTI NOTeHuiany aii,
wo Ha EKI BimobpaxaeTbcsa NOOOBXEHHAM iHTepBany QT
[4,6,9].

Erionoria. CMIQT Ta cyTb CNaaKoBOi NPUPOAY 3aXBOPIO-
BaHHS OOBrM Yac 3anuwanacb HEBIOOMOIO, X04a BUSIB-
JIEHHS 3aXBOPIOBAHHA Y LeKi/IbKOX YieHiB OfHIel CiM'i [03-
BOJIWIN MPAKTUYHO 3 MOMEHTY MEPLLIOro onuncy posrnsna-
TW MOro Sk cnaagkoBy nartosnorito. JocnigHukamu 6yna 3an-
POMOHOBaHa TEeopis cMMNaTUYHOrO aucbanaHcy, BiOonoBia-
HO [0 SKOi CNOCTepIiraeTbCs NOAOBXEHHS iHTepBany QT
BHACNIAOK NOCUIEHHS JTIBOCTOPOHHLOI CUMMNATUYHOI iIHHEP-
Bauji cepus [15].

lNaroreHes. Ha panwii yacy natoreHesi CMNIQT nposigHa
POJb HANEXWUTb reHaMm, Lo KOOYIOTb TpaHCMeMOpPaHHi ioH-
cenekTuBHi kaHanu. B nitepatypi onucaHo 6nu3bko 180
MyTaLji, L0 NOKani3yloTbCsl B 6 reHax, posTalloBaHux ne-
peBaXHO Ha Tpbox xpomocomax: 7, 11 i 3 [14]. OctaHHim
YyacoMm 3'9BUAMCS MNpaui, B SKUX BUHUKHEHHS HAbyTOro
CMIQT noB'A3aHe 3 NPUCYTHICTIO Y XBOPUX "MOBYa3HOI"
MyTauii B OQHOMY 3 reHiB, W0 BigNOBIiOAE 3a BPOLXEHWNN
CNIQT. 3apeecTpoBaHi BUNaaku, KoM NnpuioM meauka-
MEHTIB NPU3BOAMB A0 MaHidecTalii 6e3cMNTOMHOro pa-
Hilwe BpomxeHoro CMIQT [20].

KniiyHa kapTuHa. KniHiyHa giarHOCTUKa CUHOPOMY 3ac-
HOBaHa Ha KpuUTepisx,BnepLue 3anponoHosaHux B 1985p.
P. Schwartz i ponoBHeHnx asTopoM y 2008 poui (Tabn. 1)
[16].

[iarHo3 cknagaetbea 3: 1) aHanidy nonepenHsoi icTopii
cuHkone ("cuHKonanbHUX enisonis”); 2) cimetHoro aHam-
Hesy, Wwo Bkodae Bmnaakn PCC vy Biui monoawwe 30 pokiB;
3) ouiHui cneundivyHnx 3amiH EKT.

Ana KNiHIUMCTIB, KPiM BUSIBJIEHHS, HAA3BNYANHO Bax-
NIMBUM € YTO4YHeHHs ioro dopmum CMIQT (nepBuHHA 4n
BTOPMHHA). Bia uboro NOBHICTIO 3aNeXnTb BUOBIP TakTUKK
NiKyBaHHS i NPOrHo3.

A.Moss (1985) sanponoHyBaB knacudikawito CTaHiB, LLLO
xapakTepuaytoTb LQTS, akTyanbHICTb sikoi 36epiraeTbcs 00
Haworo 4Yacy [19]:

1. BpomkeHuin cnHagpom nogoBxeHoro iHtepesany Q-T:

a) reHeTu4Hi popmu: cuHagpomm PomaHo-Yopaai xep-
Bena-JlaHre-HinbceHa;

6) cnopaguvyHi popmu.

2. HabyTi dopmMu cuHOpomy, L0 BUHMKAKOTbL BHACNIOOK
NPUIOMY JiKapCbKUX Npenaparis (aHTUaPUTMIYHNX, TPULMK-
NiYHMX aHTUOEeNpecaHTIB, NpenapariB NiTil0), NOPYLUEHHS
MeTaboniamy, 3aXBOpioBaHb LIEHTPabHOI | BeretaTuBHOI
HEepPBOBOI CUCTEMU, 3aXBOPIOBaHb CEpPLEBO-CYANHHOI CUC-
Temu: IXC, nponancy MiTpanbHOro KiamnaHa a TakoXx Hu3b-
KOKaJ10pIMHOI OieTW.

Tabnuusa 1. [jarHOCTUYHI KpUTepii CUHAPOMY NOAOBXEHOrO
iHTepsany QT (P. Schwartz i cnisasT., 2008 [4]).

Kputepin Banu
EnekrpokapgjorpacdidyHa xapakrepucTumka:
A. QTc >480 mc 3
QTc 460 - 470 mc 2
QTc 450 - 459 mc (y 4onoBikiB) 1
B. 3apeecTpoBaHa Taxikapgis TdP 2
B. AnbtepHauisa xsuni T 1
I". HasiBHicTb 3a3y6peHoi xBuni T B Il BinBeAeHHI 1
[. Pigkuii putM (MeHLLe 270 NpoLeHTUNA) A9 BiOnoBioHOro
Biky 0,5
AHamHes:
A. HenputomHiCTb nicns cTpecy 2
HEMNPUTOMHICTb B CMOKOI 1
B. BpoxaeHa rinyxota 0,5
CiMelHuiA aHamHe3:
A. HaasHicTb nigtBepmkeHoro CMNIQT y uneHa poavHu 1
B. PanToBa cepueBa cmepTb B Cim'i monoawe 30 pokis 0,5

MpuMiTku: <1 6anm - HM3bka BiporigHicTb HasaBHocTi CMNIQT;
1-3 6aniB - npomixHa BiporigHicTb HaaBHocTi CMIQT; 73,5
6aniB - BMcoka BiporigHicte CMIQT.

BuainaioTb 4 pisHMX BapiaHTW KiiHIYHOro nepeobiry
CIIQT: cuHkone Ta noaoBxeHHs iHTepeany Q-T (38,2%);
i301bOBaHE NOAOBXEHHS iHTepBany Q-T (6e3 cuHkone B
aHamHesi) (40,2%); cuHkone 6e3 NOAOBXEHHS iHTepBany
Q-T (10,8%); npuxoBaHa popma - "HiMUIA", NaTEHTHUI ne-
pebir cMHapoMy (CUHKoMe i MoJoBXEeHHS iHTepBany Q-T
He peecTpytoTbes) (10,8%).

®eHotun xeoporo 3 CIMIQT Bk/to4YaEe KIiHIYHY CUMMATO-
MaTUKy Yy BUrASIAi CUHKONIbHMX | MPECMHKOMaIbHNX CTaHiB
Ta xapakTepHux 3miH Ha EKI. CuHkonanbHi Hanaam BUHN-
KatoTb 3 Pi3HOIO YaCTOTOIO: Y OAHMX XBOPUX BOHW BigMiva-
I0TbCS Pa3 Ha AeHb, Y iHWNX - 1 pa3 Ha pik abo aekinbka
pokiB (y cepenHboMy 2-4 pas3u Ha pik). KniHiyHa kapTuHa
CUHKOMaNbHOroO CTaHy 3 CyaoOMamMu Haragye BeANKUin eni-
nenTnyHWiA Hanap, [18].

Y pagy XBopuvix Hanaau MoxyTb nepebiraty 6e3 BTpatum
CBIIOMOCTI i XapaKkTepuayloTbCA PanTOBOIO CNabKiCTIO, XBO-
pwii GnigHie, cinae abo ngarae, BigmivyaloTbcs Nnepedoi B
po6oTi cepus, 6oni B rpyaHin knitui abo xumeoTi. Takuii
CUMMTOMOKOMIMJIEKC PO3LHIOETLCS SIK €KBIBAJIEHT Npef-
CWHKOMNanbHOro crany [1].

CunHKonanbHi CTaHW NoB's3aHi 3 PO3BUTKOM HanafiB
noniTonHoi NapokcmnamanbHoi Taxikapgii Tuny "nipyet” [21]
OyBalOTb KOPOTKUMM, iIHOAI CMIOHTAHHO NPUMNUHSIIOTLCS, ane
MOXYTb TpaHchOopMyBaTUCh B Pibpmnsuiio WyHo4KiB abo
acucronito Ta ctaty npudunHoto PCC.

AiarHoctuka. He amBnsvmch Ha BNPOBaKEHI KpUTepii,
piarHoctuka CMIQT 3annwaeTbCcs CKNaaHUM 3aBOAHHAM,
0C06JIMBO MO BiZHOLLEHHIO CMiPHMX CYOKMIHIYHMX Ta HIMUX
dopM 3axBoptoBaHHA. [Ansa GinbloCcTi BUnaakie 3depernu
CBOIO aKTyaslbHICTb KpUTepIi, 3anponoHoBaHi P.Schwartz
[16].

Baxnunea ponb HaNexuTb enekTpokapaiorpadii, ska 'y
80% BuNagKis OO3BONSE BCTAHOBUTM abo 3anigo3putun
HasBHicTb CMIQT.

Y HOpMi MakcumanbHa BenmdmHa QT craHoBuTb 0,35 €
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a6o 0,44 c. MopoexeHM BBakatoTb iHTepBan QT, wWwo ne-
peBuLLye Binblie HixX Ha 50 MC HOpMaTUBHI ANs L€l Yac-
TOTU cepueBmx ckopoyeHb (HCC) sennunHn [3].

BincyTHicTb o4eBMOHOro NoaoBXeHHs iHtepeany QT Lwie
He Bukntodae CMIQT y yneris cim'i nauieHTa 3 Bepudiko-
BaHVM AjarHO30M, TaK K MOKa3aHo, L0 CUHKOME MOXYTb
BUHWKATW Y YSIEHIB ciMeli 3 HopManbHUM iHTepBasiom QT
Ha EKTI™ cnokoto [18].

24-ropyHHe MoHiTopyBaHHs EKI™ 3a Xontepom (XMEKT)
€ BaX/IMBMM AiarHOCTUYHUM METOAOM Mpu 0OCTEXEHHI
naujienTie i3 CMIQT, y ToMy umcni ana audepeHujnHoi gjar-
HOCTWKW BTOPMHHOIO NMOAOBXEHHS iHTepBasly QT. Knacuy-
Ha anbTepHauia xsBuni T - ue enekTpokapaiorpadivHuin
($EHOMEH, L0 XapakTepU3yeTbCS 3MiHAMW NONSAPHOCTI Ta
amMnaiTygm xsuni T y NOCNifoBHMX CEPLEBUX LMKNax Ha
CUHYCOBOMY puTMi [8].

LungepeHuianbHa giarHocTvka. Cnagkosi BapiaHT CUHA-
pomy cnif, y nepLuy yepry, andepeHujioBaTu Big HabyTo-
ro, B TOMy YuUC/i MegMKaMeHTO3HO iHAYKOBAHOro noao-
BXeHHS iHTepsany QT [11].

[o dakTopiB, WO CNPUSOTL NOAOBXEHHIO iHTepBany QT,
HanexaTtb HacTyrMHi: kombiHaLis Nikapcbknx nNpenaparis, Lo
Lil0Tb HAa OHY MOJNEKYNSAPHY MillleHb (KanieBui KaHasn) Ta
noJoBXytoTh iHTepBan QT, XiHo4a cTaTb, MOXUNWIA BiK, rinep-
Tpodiq, iemia miokapga, HassBHICTb CEpLEBOI HeQOCTaT-
HoCTi (dpakujs Buknay <40), enekTponiTHI NOpYyLLUEHHS, Tino-
Kauniemiqa (Tepanis giypetvnkamu, cnHgpom KoHa), rinomarHi-
€Misl, rinoKasnbLIEMIS, XPOHIYHMIA ankoroniam, Gpaavkapais,
HasiBHiCTb AB-6nokaga Ill ctyneHsi, rinoTnpeos, NopyLLeHHs
MO3KOBOro KpoBOOGiry, nopyLeHHs 6inkoBoro 06MiHy,
ronoayBaHHS, OIETU ONS SHUXKEHHS Macu Tina, aBTOHOMHA
Herponaris, HAPKOTUYHI peYoBMHUM (KokaiH) [19, 21].

[MporHo3. Mpn CMIQT nporHo3 3annLwaeTbCsl CEPNO3HO
npo6nemMolo, OCKiflbKM PU3NK BUHUKHEHHS daTanbHUX
apuUTMI AOCTaTHLO BUCOKMIA. XBOPI 4aCcTO NOMMPAIOThb Nig,
yac Hanagis BHaAcNigok @ibpunsauii wnyHo4kiB abo acuc-
Tonii [22].

JlikyBaHHs. |3 cnHkonanbHoto gpopmoto CMIQT nikyBaH-

Cnncok nitepartypu
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HA XBOPUX NONArae y BUKJTIIOYEHHI cneundivyHnxX oas Kox-
HOro naujeHTa $akTopiB, SKi 3anyckaloTb paTaibHi apUTMiIi,
a TakoxX 0OOB'A3KOBOMY MO XUTTEBOMY NMPU3HAYEHHI aH-
TUapUTMIYHUX nNpenaparis [2].

OCHOBHUMN METOAAMM NiIKYBAHHS IBASIKOTLCS aHTMapUT-
MiYHa Tepanis, nepeBaxHo B-agpeHobnokaropamu i npe-
napatamu IC knacy, imnnaHTauis kapaioseptepa-aedidpu-
NgTopa i NiBOCTOPOHHA cuMmnaTekToMmid. lNMpenapartamu nep-
LLOro psigy SBNSAIOTLCA B-aapeHobnokaTopu - NponpaHo-
non, ateHonon, Metonponon abo Hazonon.

IMnnaHTauia kapaiosepTepa-aedidpnnatopa NpPoBo-
OUTbCS Y TUX BUNagkax, konv kombGiHauis B-agpeHobnoka-
TOpPIB Ta eNeKTPoKapAiOCTUMYSLI HECNPOMOXHa 3anobi-
TV BUHUKHEHHIO MPECUHKOoNanbHMUX abo CUHKOManbHUX
enizonis, abo B TUX BUNagKax, Koy nepLinm nposiBom
nonosxeHoro cuHapomy Q-T € PCC 3 ycnilHoo peaHima-
uieto [21]. A.Moss y 1971 p. BnepLue 3acTOCyBaB JiBOCTO-
POHHIO CUMMATEKTOMIIO Y XBOPOro 3i 3N104KiCHUM, pe3unc-
TEeHTHMM A0 Tepanii nepebirom CMIQT [12]. 3roaom
P.Schwartz i A.Malliani ekxcneprMeHTanbHO AOBENU 3B'A-
30K MOAOBXEHHS iHTepBany QT 3 cTUMynSLI€ElO 3ipYacToro
raHrniio [17]. BpaxoBytoun posnb NigBULLEHOI CUMMATUYHOIT
akTMBHOCTI y natoreHesi CIMIQT, B 9KOCTi 0AHOro 3 aoaar-
KOBMX PECYPCIB NiKyBaHHS Y XBOPUX 3 BaXKNM nepebirom
3aXBOPIOBAHHS PO3rNsaaloTh NiBOCTOPOHHIO CUMMNATUYHY
[eHepBaujto.

BucHOBKM Ta nepcnekTMBUM noganblinx
po3pobok

1. BMBYEHHS CMHAPOMY MOOOBXEHOro iHTepany QT €
HaA3BUYaMHO BaX/IMBUM, TaK SIK BiH MOXE NpU3BoauTU 40
PO3BUTKY TakMX YCKNIaAHEHb, SIK panToBa CepLeBa CMEPTb
Ta NapokCcu3ManbHa LLAYyHOYKOBa Taxikapais Tmny "nipy-
er".

KniHi4yHWIM iHTepec npenctasnge nogansiua npodinax-
TUKa BUHUKHEHHS YCKNagHEHb, NepCnekTUBHE A0CHIOKEH-
HS1 BNJIMBY KOMOIHOBAHOIO JIiKyBaHHSI HA MPOrHO3 PO3BUT-

Ky CMHAPOMY NOAOBXEHOro iHTepeany QT.
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Xpebtuii I'U., CaByyk E.B., Cysopuk B.A., CemeHeHko A.U.

BPOXAEHHbLIA CUHAPOM YAJIMHEHHOIO MHTEPBAJIA QT: COBPEMEHHOE COCTOSHUE NPOBJIEMbI
Peasiome. BpoxaeHHbIVE CUHAPOM Ya/IMHEeHHoro nHrepsana QT npuHaanexumT K nepBuYHbLIM d/1EKTPpuYeckux 3abonesaHnii cepaua
U XapakTepn3yeTcs yamHeHnem uHTtepsana QT Ha 3/1EKTPOKaPANOrpamMMe roKOS, NapoKCU3Mamm Taxukapany tmna "nmpysTt”, 41o
TpaHcgopmMupyeTcs B QuOPUIISLNIO XEy[04YKOB C PasBUTUEM CUHKOMa/IbHbIX COCTOSIHUK 1 BHE3arHovi cepeqHovi cMepTu.
KnioueBble cnoBa: CUHAPOM YAIMHEHHOro uHtepsana QT, BHE3arnHas cepaeyHasi CMepThb, NapoKCU3MasbHas XenyLo4KoBasi
Taxuikapans Tuna "nupyar”.

Khrebtiy G.l., Savchuk O.V., Suvoryk V.A., Semenenko A.l.

CONGENITAL ELONGATED INTERVAL QT SYNDROME: STATE OF THE ART

Summary. Congenital syndrome of the interval QT prolongation belongs to the primary electrical heart disease and is characterized
by QT prolongation on the electrocardiogram of rest, paroxysmal tachycardia of the "pirouette” (torsade de pointes), which is transformed
into ventricular fibrillation to the development of syncope and sudden cardiac death.

Key words: elongated interval QT syndrome, sudden cardiac death, paroxysmal ventricular tachycardia of "pirouette”.
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