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HaBefieHO OCHOBHI BiJOMOCTi PO CUHAPOM NOAOBXKEHOr0 iHTepBany QT, kuit iBNse CO60H0 PifAKICHY NaToNorio CepLeBO-CyANHHOI CUCTEMU Ta MOXE CIPUYUHUTY
panToBy CMEPTb AMTUHIA. Y NaToreHesi LibOro 3axXBOPHOBAHHS 3a3BW4aii Nexarb MyTauii B reHax, LU0 BiAnoBiAaloTb 3a NOPYLUeHHS YHKLA iOHHMX KaHaniB. OnucaHo
cungpomu xepsenna i Jlanre—HinbceHa, PomaHo—Bopaa, AHgepceHa—Tagina ta TiMoTi, iK OCHOBHI CMaJKoBi BapiaHTW Takoro CUHAPOMY. HaBefieHo npuknag
BIACHOI0 CNOCTEPEXEHHS 3aXBOPIOBAHHA B MaLieHTa, AKMIA nepebyBaB Ha 06CTEXEHHI Ta NikyBaHHi y KHIT «IBaHO-DpaHKiBCcbka 0611acHa AUTAYA KNiHiYHA NikapHa
IBaHO-®paHKiBCbKOi 06M1acHoi pagu». OCHOBHA yBara 30Cepe/)keHa Ha rocTpomy, aTunoBOMy MO4aTKy 3aXBOPIOBAHHS, sike Le6HoTyBano 3 CyAOMHOr0 CUHAPOMY
Ta panToBoi cepLieBoi cMepTi. ONUcaHo KNiHIYHY KapTUHY LibOro BUNAAKY, 0CO6NMBOCTI Nepebiry, HaBeAeHO NOKA3HUKI OCHOBHWX METO/IB [OCHIMKEHHS. BUCBITNEHO
BiJOMOCTI CTOCOBHO NiKyBaHHsi 3a3HA4YEHOr0 KNIHIYHOrO BUNAAKY Ha MICLEBOMY PiBHi Ta Y BIAAINEHHI Xipypri4HOro mikyBaHHS MOpPYLUEHb PUTMY, [ MauieHTy
BWKOHAHO IMMNIaHTALit0 eH0KapLianbHOro ABOKaMepHOro KapaiosepTepa-aediopunsropa. HaseaeHo faHi LWOAO NOAATLLUIONO COCTEPEXEHHS Ta NiKyBaHHS AUTUHY
32 MiCLIEM MPOXMBAHHS.

[locnifmKeHHs BUKOHAHO BIfNOBIAHO [0 NpUHLMNIB [enbCiHCbKOI Aeknapauii. Ha npoBefeHHs AOCHIMKeHb OTPUMAHO iH(hOPMOBaHY 3rofly 6aTbKiB AUTUHU.

ABTOpPYU 3as1BASIOTH NPO BiACYTHICTb KOHAAIKTY iHTEPECiB.

Knowosi cmosa: 1 nnoM, iHTepBan QT, eTionoris, naToreHes, KNiHiYHa KapTuHa, AiarHoCTUKa, 06CTEXEHHS, NiKyBaHHS.
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The article provides basic information about the syndrome of prolonged QT interval, which is a rare pathology of the cardiovascular system and can cause sudden
death. The mutations in the genes responsible for dysfunction of ion channels are the key in the pathogenesis of this disease. Jerwell and Lange—Nielsen, Romano—
Ward, Andersen—Tavil and Timothy syndromes are described as the main hereditary variants of this syndrome. A own case of the disease in a patient was given.
The peculiarity of this case was on the acute, atypical onset of the disease, which started with convulsions and sudden cardiac death. The clinical picture of this case,
features of a current are described, indicators of the basic methods of research are resulted. Information on the treatment of this clinical case at the local level
and in the department of surgical treatment of arrhythmias, where the patient underwent implantation of endocardial bicameral cardioverter-defibrillator, is present-
ed. Data on further observation and treatment of the child at the place of residence are given.
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CMHm)OM YOANWHEHHOro UHTEpBana QT B nenuanuqecKoﬁ NPaKTUKE:

AaHHbIE NIATEpPATypbl U ONUCAHUE KITUHUYECKOro cny4as

0.B. CuHoBepckas', 10.U. Anekceesa', H.H. ®omenko', M. ). Peiitmaep’, C.b. LLkanapiif*

'BaH0-DpaHKOBCKMIA HALMOHANbBHbIA MEAULUMHCKMIA YHUBEPCUTET, YKpanHa

2KHIN «/BaHo-®paHKoBCKas 0611aCTHas feTcKas KnuHnYeckas 60nbHuLA /iBaHO-PpaHKOBCKOro 061acTHOrO CoBeTa», YkpavHa

[pefcTaBneHbl OCHOBHbIE CBEAEHUSI O CUHAPOME YAJMHEHHOro uHTepeana QT, npefcTaBnsAtLieM CO6OM PeAKYH NAToNormi CepaeyHO-COCYAUCTONR CUMCTEMbI
11 MOXET CTaTb NPUYNHOI BHE3AMHOI CMepTI pebeHKa. B natoreHese [aHHOr0 3a6011€BaHNS 06bIYHO NEXaT MyTaLuK B reHax, 0TBEHAIOLLMX 33 HApyLUeHUe PYHKLMIA
MOHHBIX kaHanoB. OnucaHbl cuHapombl [bkepeenna u JlaHre—HunbceHa, PomaHo—Yopaa, AHaepceHa—TaBuna 1 TUMOTM Kak OCHOBHbIE HACNeACTBEHHbIe
BapUaHTbl JaHHOr0 cuHApoMa. MpuBeseH npumep CO6CTBEHHOr0 HabMOAeHNs 3a60/1eBaHNs Y NaLMeHTa, HaXoAMBLLErocs Ha o6cneaoBaHuu U neveHun B KHI
«/BaHO-DpaHKoBCKas 061acTHas AeTCKas KNMHNYeckasn 60nbHMLA VBaHo-PpaHKOBCKOr0 061acTHOr0 coBeTa». OCHOBHOE BHUMaHWE COCPeoTO4eHO Ha OCTPOM,
aTUNNYHOM Havarne 3a6051eBaHus, e6K0TUPOBABLLETO C CY[OPOXHOI0 CUHAPOMA 11 BHE3AMHOM CepAe4HOi cmepTi. OnucaHa KMHMYeCKas KapTiHa JaHHOTO Crlyyas,
0CO6EHHOCTY TEYeHNs, NPUBELEHbI N0Ka3aTen OCHOBHbIX METOLOB MCCNefoBaHus. [TpeacTaBneHbl CBEAEHNs 0 NIeYeHNI KIIMHUYECKOro Cy4ast HA MECTHOM YPOBHE
1 B OTAENEHUN XMPYPrU4ECKOr0 NeYeHUs HapyLIeHUA PUTMa, rae NauueHTy BbIMOMHEHA UMMNAHTAUNs SHLOKApAUanbHOro ABYXKaMepHOro KapauoBepTepa-
necmbpunnsTopa. MpuseseHb! JaHHbIe N0 fanbHeALemMy HabMOAEHMIO 1 NIeYeHN0 pebeHKa No MecTy XMTeNbCTBa.

ViccnefoBaHme BbIMNOMHEHO B COOTBETCTBMM C NPUHLMNAMK XeNbCUHKCKOI AeKnapauun. Ha npoBefeHne UCCnesoBaHnin nosy4eHo UHGhOPMUPOBAHHOE cornacue
poauTenei aeTen.

ABTOpbI 3aABNAOT 06 OTCYTCTBUM KOHCDIINKTA HTEPECOB.

Knto4eBble cnosa: cuHapom, uHTepean QT, 3TMONOMMS, NaTOreHes, KNNHNYECKas KapTuHa, AMarHoCTiKa, 06CneaoBaHue, neyeHme.
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Enexrpokapaiorpadiunmii intepsas QT mpesn-
craBisige a3y JlenoJisipusallii Ta penossipusartii
noTeHIianxy il cepig. TpuBajuicTh TOTEHIATY
Jii BHU3HAYAETLCS B3AEMOJIEI0 KIJIbKOX 10HHUX
kaHaniB. [logoBxennda intepany QT y pesysbrari
3MIHM TIBUIKOCTI iIOHHUX TOKiB (3MEHIIIEHHS PETIO-
JIpu3allii  30BHINIHIX KaJi€BUX CTPyMiB abo
301/TBIIIEHHST IETIOISIPU3AIIITHUX BHYTPINTHIX HAT-
pieBux ab0 KaJbI[EBUX CTPYMIB) i 30LJIbIIEHHS
TPUBAJIOCTI TIOTeHIaNy /il € marodiziosoriyHuM
cyOCTpaTOM JIJIsT CHHIIPOMY TTOIOBKEHOTO iHTepBa-
ay QT (Long QT syndrome, LQTS) [1,5,8,9].

Cunnpom noposskeroro intepBary QT (LQTS) —
pizKicHe 3aXBOPIOBAHHS, 1[0 SBJISIE COOOI0 Kapio-
HeWpomarito Ta MOKe CIPUYMHUTH ParTOBY
cMepTh y 3x0poBux Jiogeit. Ha cvoromni LQTS
ACOIIOIOTD 13 «IIEPBUHHOIO €JIeKTPUYHOIO XBOPO-
6010 cepig» (primary electric heart disease),
0 HE CYIPOBOJIKYETHCS OPTAaHIYHUMU 3MiHAMU
ab0 3 BPOKEHUMH CTPYKTYPHUMHU aHOMAJiSIMU
cepist [6,10]. B ocHOBi <«eekTpudHOi XBOpPOOGH»
JiexKaTh MyTallii B TeHAX, 110 BiZINOBIAI0TH 32 TIOPY-
meHHda (yHKIIH iOHHUX KaHaJiB. BusnawaioTh
180 myrartiii, 1o Jokami3yoThes B 6 reHax, po3ra-
MIOBAaHUX MEPEeBA)KHO HAa TPHOX XPOMOCOMAX —
7,1113[1,59].

BunissioTs fekisbKa CITafiIkOBUX BapiaHTIB ITiEl
narosiorii. Tak, y 1964 p. ynepire onwucanm
cunzipom Pomano—Bopaa (RW) — naiinommpeni-
nry (opmy 3aXBOPIOBAHHS 3 ayTOCOMHO-/IOMiHAHT-
HUM THUTIOM YCTIQIKyBaHHS, KA XapaKTePU3y€EThCS
Mo/I0BKeHHsAM inTepBasny QT, penmanBHUMU CUH-
KOMMAJIbHUMU CTaHAMU BHACJIZOK MLIYHOYKOBOI
TaxiKap/iii TUIy «IipyeT» Ta Ma€ Tpu turu [6,9,10].

Y 1957 p. onvicasiu KJIiHIYHY KapTUHY CHHIPOMY
[lxepsemna i Jlanre—Hinbcena (JLN), sskuit ycnas-
KOBYETHCSI 32 ayTOCOMHO-PEIECUBHUM THIIOM,
XapaKTePU3YEThCST OLIBIN 3HAYHUM TOJ0OBKEHHSIM
intepBasty QT, 3arpo3/iuBUMuU 711 JKUTTS apUTMis-
MU, TIOEZHYETHCST 3 BPOIIKEHOIO TIIYXOTOI0, 00YMO-
BioeTbest myTaitisimi B redax KCNQ1 ab6o KCNE2,
0 KOAYIOTh TOJIOBHY 1 JOJATKOBY CYOOIWHMILI
MOTEHITIA-3a/IeKHUX KaTi€BUX KaHaMIB 1 TTPU3BO-
NISTD 710 3HWKEHHS CUJTH iMTTyJbey [4,6,9,10].

ITpu cungpomi Anmepcena—Tasima (Ander-
sen—Tawil), o Mae ayTocoMHO-TOMIHAHTHIIT THIT
ycmazikyBantst, a y 50% ycix BUMajkiB 00yMoBIIe-
HUil MyTarieio de Novo, MONOBXKEHHSI IHTepBaLy
QT cynpoBokyeTbes nosiBoio xBuii U, TTapok-
cU3MaM# ToJIIMOPGHOI TIIYHOYKOBOI TipyeTHOI
taxikapzii Tuy TdP (torsades de pointes); anoma-
JIiSIMU PO3BUTKY KICTKOBOI cucTeMW (HU3BKUI
3picT, MiKpPOTHATId, TilepTeJopu3M, HU3bKe T10JI0-
JKEHHSI BYIIHUX PAKOBUH, CKOJII03, KIMHOJAKTHU-

JIisT); TIMTOKAIIEMIEIO 1 TTIePIOMYHUM KaJTiii-3a7Iex-
HUM rapajiyem [6,9,10].

Pinkicnoro dopmoro LQTS € cunapom Timori.
Takuii BapiaHT HeOE3IEYHMIT BUCOKUM PU3HMKOM
panToBOl cMepTi. Y MaIli€HTIB i3 IIUM CUHAPOMOM
JIIarHOCTYIOTh BPOJIZKEHI BaJIU ceplis Ta OPYIICHHSI
ceplieBoi MPOBIAHOCTI (TUMYACOBI 1 TOCTIiHI
(hopMu aTPiOBEHTPUKYJISIPHOI OJIOKA/IN ); KOTHITHB-
Hi TOpylieHHd (3aTpUMKa ICUXOMOTOPHOTO
PO3BUTKY, AyTU3M ); TIIIOTJIIKEMit0; iIMyHOePIINTHI
cranu; aHoMmasrii o0smyust (3rJaIKEeHiCTh HOCO-
ryOHOI CKJIQ/IKU, HU3bKE PO3TAIIyBaHHS BYIITHHUX
PaKOBHH TOIIO); YaCTKOBOIO ab0 MOBHOK CHUH/AK-
tuitieio. Cuagapom TiMOTI yCTIaKOBYETHCS 3a ayTO-
COMHO-IOMIiHAHTHUM THUIIOM, OJHAK y OLIBIIOCTI
BUIIQ/IKIB BUBHAYAETHCSI MyTallist de novo [4,6,10].

Ha6yruit cungpom LQTS Moske 3yMoBIiOBaTH-
Cs 3aCTOCYBaHHSM JIiKapchbkux 3acobiB. Tak,
MO/IOBKEHHS 1HTEpPBATy MOXKEe CHPUYNHSATHUCS
3aCTOCYBaHHSIM aHTUAPUTMIYHUX 3ac00iB (XiHiIiH,
MIPOKAiHAMI/I, IU301IipaMi), aHTUEMETUUHUIX, Kap-
JHOJIOTIYHKX, TICUXOTPOITHKX, aHTHOAKTepiaIbHUX
(mumpodhsiokcalut, JieBO(IOKCAIMH), MTPOTHUITY-
XJIMHHUX, TPOTUIPUOKOBHX ((hJIyKOHA30), IIeT/Ie-
BUX JiypetukiB (ypocemin). Dakropamu pusnky
sunukHenns LOTS e nygora ta 6/oBanus, giapes,
rinokamiemiss (<3,5 MMOJIb/JT), TillOMarHiemis
(1,6 mr/mn), rinokasbitiemist (<8,5 mr/min). Kpim
1IbOTO, OCTAHHIM YacoOM 3'dBUJIUCA TPalli, B IKUX
BuHrkHeHHst HabyToro LQTS 1oB's13aHe 3 HasBHi-
CTIO Y XBOPUX «HIMOI» MyTallil B OJ[HOMY 3 T'€HiB,
1o BiAmoBimae 3a Bpomkenuit LQTS [2,3,9].

Mema nocnijzkeHHSI — O3HAUOMUTHU JIiKapiB
i3 kmiaiuaUMU nposgBamMu LQTS gk 3axBoproBaH-
Hd, 1[0 MOXKe 3arpoKyBaTH SKUTTIO JUTUHH, Ha
MPUKJIA/Il BJACHOTO KJIIHIYHOTO JIOCBIY.

HocanikeHHs: BAKOHAIW BiJIIOBI/IHO /IO NTPUH-
numiB [enbciacbrol aexmapartii. Ha mpoBenents
MOCIiKeHb oTpuMasi indopmoBany 3roxy 6ath-
KiB IMTUHMU.

Koriniyauii BUnaiok

Xmomank, 9 pokiB, 3aXBOPIB TOCTPO y BepecHi
2020 p., kosu BindyBest Hamay cyaoM. Cyzomu cympo-
BOJIKYBAJINCSI BTPATOIO CBIJIOMOCTI, MUMOBLIBHUM
cedoBuiyckanusiM. Hamag 6aTbku 1MOB'sI3yBaju
3 (Di3MYHUM HaBaHTAKEHHSIM Y CIIEKOTHY TTOTOZLY.

11.09.2020 marmienTa TocmiTaNMi3yBaIn 10
uesposiorivnoro Bimminenns KHII «IBano-@pan-
KiBChbKa 00JTacHa AUTsYa KITHIYHA JiKapHs [BaHo-
DpankiBchKOi 06/1aCHOT pauy» 3 AiarHo30M «Iio-
IaTU4YHa eITiJIenciss, reHepai3oBaHi KJOHIKO-TO-
HiYHI Cy/IOMU». 32 JAaHUMH MarHiTHO-PE30HAHCHOI
Tomorpadii TOJOBHOTO MO3KY: Hecreludiune
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Pue. 1. LLnyHo4koBa 6ireminia (EKT, BepeceHb 2020 poky)

ApibHe BOTHHINE TJi03y JIBOI JIOOHOI YacTKH;
MaToJIOTid TIMOKaMIIiB, AIJISHKA TeTepPOTOIil He
BUSIBJIEHI. 3a pe3yJbTaTaMy ejeKTpoeHIedano-
rpacii (EETD): anbda-putm mMoayiboBanumii, cume-
TPUYHUM, peakilisi aKTUBallil 4iTKa, TapOK-
CU3MaJibHa aKTUBHICTD HE 3aPEECTPOBAHA, PEAKITist
3aCBOEHHST PUTMY TPU (POTOCTUMYJIAIIMHUX TTPO-
6ax uviTka, O3HaKM AUCHYHKII HecrerubigHnx
cTOBOYPOBUX CTPYKTYP He BHUSIBJICHI. 3a TaHUMU
enektpokapjiorpadii (EKI): putm cunycoBwmii,
LTy HOYKOBA €KCTPACUCTOJIIS 1O THITY OireMiHii, —
QT — 345 mc, QTc — 489 mc (puc. 1); yrim autu-
HY He CKepyBaJIi Ha KOHCYJIbTAIIilo /10 Kap/ioJora.
[IpusHaunin NpoTUCyZOMHY Tepaniio (Bajiblpoat
Hatpito — 1o 150 mr x 2 pasu/mn00y, ycepeauny).

[TpoTsirom miB poKy cTaH AUTHHE OYB 33/10B1JIb-
HuM. [ToBTOpHUI CyZIOMHMIT Hala/l KOHCTATYBaJIN
14.03.2021 (mix ywac GorociyskiHHs). XJIOMYUKA
[IOBTOPHO B YPreHTHOMY IIOPSI/IKY TOCIIiTali3yBa-
Ju 70 HeBpoJioriyHoro Bimmiienus. 15.03.2021
JIKYIOUMU JiiKap KOHCTaTyBaB CTaH KJIHIYHOI
cMepti. [IuTUHY B yPreHTHOMY TOPSJIKY TiepeBesin
JI0 BijI/lJIeHHSI IHTEHCUBHOI Tepariii, e mpoBean
peaHimariiiini 3axoau. 3a 5 TOJ CTaH KJIHIYHOI
cMepti moBTopuBcs. IIpoTsirom 8 Tom XJIOmMYMK
niepeOyBaB Ha KEPOBAHOMY JIUXaHHI.

16.03.2021 y mamienta na EKI 3adikcyBann
HOPYIIEHHS PUTMY 0 TUILY IILJIYHOYKOBOI Oiremi-
Hii, mposonraitifo inTepBamy QT (0,49 c¢). [IpoTu-
CY/IOMHY Tepartiio Bi/[IMiHUJIN.

16.03.2021-17.03.2021 narienTy mmpoBesn XoJ-
tep-mMoHiTopyBanHg EKT, iy vac sikoro 3apeectpy-
BaJI BUCOKOCTYIIEHEBY IILTYHOYKOBY €KCTPAaCUCTO-
JIiT0, MUTYHOYKOBY JBOCIPSIMOBAHY TMAapPOKCU3MAJIb-
Hy Taxikapjio, emizoan (GiOpusIii Ta TpinmoTiHHs
HITYHOUKIB 13 MOJAJIBIIO0 acucTosier (puc. 2, 3).

BpaxoByloun Buileonucani /1aHi, BCTAaHOBUJIN
miarno3 «CunzgpoM mojoBkeHoro intepsany QT.
Cunnpom Pomano—Yopaa? [lopymenus purmy 1o

TUTY TIYHOYKOBOI ekcrpacuctomii (I1I-V wmac
3a Lown), mapokcusmiB SVT ta ¢ibpuisarii mry-
HoukiB. Hamagm Mopransi—Anamca—Croxca.
Cran micsis kiiniunoi emepri. CH IT K. XHK I».
17.03.2021-18.03.2021 mpoBesu iHDYy3iliHy
AHTUAPUTMIYHY Tepaliio aMio/[apOHOM i3 pO3PaxyH-
Ky 5 Mr/Kr/mno0y, Ha TJ1i SIKOI BifiMidasiacst mpoJIoH-
ramig inrepBany QT no 0,6 c. 18.03.2021 amionapon
Bimminmn. 18.03.2021-21.03.2021 nposesu indy-
sito posunny KCl (1 mmomb/xr/mo6y) ta MgSOu
(0,1 my/Kr/moby), po3MoYasu TUTPYBAHHS 03U
MIPOTUAPUTMIYHOTO TIperapaty (IIpoIpaHoIo).

22.03.2021 namienTa mepeBesn Ha Kap/ioJiorii-
He JIKKO 710 HePOJTOTIYHOTO BijijlijieHHs. XJI01I-
YUK BUCJOBJIOBAB CKAPTU HA MOMEHT TOCITiTasIi3a-
il Ha nepioguune BiguyTTs MEpebOiB y pobOTI
cepist, 3arajbHy cJaaOKicTh, nepioguuHuii Oiib
Y JKUBOTI, CXUJIBHICTD /IO 3aKPEITiB.

Y HedposioriuHOMY Biji/liIeHH] CTaH JIUTUHU
cepelHbol TSKKOCT. XJIOMIKMK MPaBUIBHOI Oy10-
BU, 33/10BiIbHOTO BipkuBiaenus. [IIkipai mokpusu
Ta BUJUMI CJIM30Bi 3BUYAWHOIO KOJbOPY, YUCTI,
rinepemis mrik. [uromoaioHa 3am03a MAIBITyETH-
Cs1y BUTJISIZI TTEPEINiiKa, HeOOTIova T1i/] Jac maJjib-
naitii. [lepkyTopHO Haj JiereHSIMU — JieTeHeBUI
3BYK, ayCKyJIbTaTUBHO — JMXaHHS BE3UKYJISIPHE,
3 yacTtoToto 20 Ha XBUJIMHY, XPUIIN HE BUCIYXOBY-
1oTbesd. Mexki BiZJHOCHOI cepiieBOl TYIOCTI He
MOIUPEHi, BiZINOBial0Th BikoBi. ToHu cepiis
apuUTMiuHi (YacTa eKCTPacUCTOJIis), 3BYUHICTh
JIETIO 3HUKEHA, CUCTOJIIYHUM TITyM HaJl BEPXiBKOIO
Ta V TOYKOIO, He IIPOBiAHMIL, OpaguKapist (4acTo-
ta cepieBux ckopouerb (HCC) — 42-52 yi./xB).
[Tepudepiiinmii myabc A€o0 3HUKEHOTO HAMOB-
HEHHS, apUTMIYHUI, OJHAKOBUI Ha 000X pyKax.
Aprepianbanii Tuck — 100-114,/44-60 mm pr. CT.
JKusiT M'sikuii, mepiogrdHO ALy THii, HeOOJII0-
YMii 11ij1 Yac masbaiii, 6epe yyactb B aKTi JUXaH-
Ha. Ileuinka, cesesinka He 36iabiieni. [liypes
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JIOCTaTHIH, cevomycK BiJbHUN. Bunopoxuenus —
1 pa3 Ha 2—3 no6u.

3a JaHUMU 3araJbHOKJTIHIYHUX 00CTEKEHb:
JIEMKOIUTO3 y 3araJbHOMY aHaji3i KpoBi
(25,1x10°/1), migBUIEHHST PiBHIB XOJECTEPUHY
(5,43 Mmmoutb /1), Tparnicaminas (asaniHaMiHOTpamHC-
(epazu — 372 O/1), acmapraraminorpancdepasu —
388 O/l)), rmokosu (9,7 MMoOJb/J), Kamiio
(3,84 mr-exB/). 3a pesybTaTaMu KOAryJIoTpamMu:
nporpombinosmii wac — 14,8 ¢, mporpombiHOBUIA
ingexkc — 85,8%, MiskHapoHe HOpMaJTi30BaHe Bil-
vomenuss — 1,13 Op, akTUBOBAHUIT YAaCTKOBUIA
TpoMOoILIaCTUHOBMIT yac — 52,7 ¢, pibpuHoren —
2,04 t/m; mpokaneiuronia — <0,04 \r/ma, J[-au-
mep — 298,1 Hr/MJu1; y 3araibHOMY aHasi3i cedi —
piBenb Giska 10 0,066 /1 Ta aneToHypis.

Ha EKT 3a pesyibraraMu KiJIbKOX 00CTEKEHb:
PUTM CHHYCOBHIA, 13 4acTOTOIO Big 65 10 125 yi1./XB,

HIJIYHOYKOBA €KCTPACUCTOJIiS 110 TUITY TPUTEMIiHii,
HermoBHa 6JI0Ka/a IpaBol HisKKH mydka lica, mogos-
xkennst intepBary QT (QTc-490-511 mc), nigBuiie-
Huii BoabTaxk EKT, anbreprartist 3yous T, aucme-
TabOJIiuHi 3MiHM B MiOKap/Ii.

3a pmanumu  ExoKI: miamerp aoptu —
1,8—2,3—1,8 cw™, siBe niepescepast — 2,9 cm, JiBuii
HNIJIYHOYOK — 4,5 ¢M, KiHIIeBO-/[iacTOTIUHUI
iHzeKe — 78 Mi1/M’, MIKIIIYHOYKOBA MIEPETUHKA —
0,75 cMm, mpaBuii nuryHodok — 1,9 cm, Jerenena
aprepis — 2,0 cM, dpaxiiis Bukugy — 54—57%,
perypriraiiisi Ha TPUCTYJKOBOMY KJiamaHi ++, Ha
KJIaTlaHi JereHeBoi apTepii — +, cymapHa CKOpOT-
JIBICTH 30€peskeHa, apUTMist, ACHHXPOHI3M CKOPO-
YeHHs CTIHOK JIiBOTO IIUTYHOYKA, IIPaBa KOPOHApHA
aprepist — 5 MM, JiBa — 4,1 MM.

[ToBTtopue  xosatep-moniTopyBanug  EKI
(Ha [03i mporpaHosony 2 Mr/Kr/mno0y): Herpa-
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KAIHIYHI BUTTAAOK

BUJIbHUI 0a30BUII CUHYCOBMII PUTM, Mirpaiis
Boztist putmy, cepernast HCC — 83 yu./xB, Makcu-
masibia — 135 yu./xB, minimasbna — 49 yu./xs,
taxikapgisg — 333 (4 rox 23 XB), TAPOKCU3MU HAJI-
HIJYHOYKOBOI Ta MIJTYHOUYKOBOI TTaPOKCU3MaJIbHOL
taxikapii (226 1 49 748, BianoBigHO), ajybrepaitis
3yous T, nurynoukosa amopurmis (Oireminis) —
33 529.

3a JaHUMU JUHAMIYHOTO CIOCTEePEeKeHHS
(Ha 11031 mpormpaHoIoIy 5 Mr/Kr/mo0y): Hempa-
BUJIbBHMIT 0a30BUI CUHYCOBUH PHUTM, CEpPEIHS
HUCC — 79 yn./xB, makcumanabua — 101 yu./xs,
MiHiMaTbHa — 52 yI./XB, HAANIJIYHOYKOBA
ekcTpacuctosiss — 966, nuynoukoBa — 35 562,
MepeBaKHO MO TUIY OireMiHii, MPOOIKKN TILIy-

HOYKOBHMX €KCTPACUCTOJ 110 2—4—7 KOMILIEKCIB,
PEECTPYIOTHCS €Mi30N CUHYCOBOTO PUTMY BiJl
2 xB 10 15 xB, QT cep — 520 mc.

3a panumu EET: 6e3 rpadoenemenTis ermien-
TUYHOTO KOJIA.

ITix uyac penTreHorpadiyHOTO 0OCTEKEHHS
OpraHiB TPY/HOI KJITKM Yy MNPSIMi NPOEKILii,
a TaKOX Tij 4ac yJbTPA3BYKOBOTO JIOCJII/IKEHHS
OpPTaHiB YePEeBHOI MOPOKHUHU CTPYKTYPHI 3MiHU
He BUSIBJICHI.

MeaukaMeHTOo3Ha Teparid I[bOTO TalliEHTa
BKJIovyaa amioznapon (16.03.2021-17.03.2021),
nponpanosos (3 18.03.2021 (mapoimenus mo3u
3 1 mMr/xr/moby mno 5 mr/kr/mo0y), MaKporoa —
4000 1 maxk./moby, marme B6 — 1 rtabierka
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Puc.4. Xontep-EKI nauienta (nuctonag 2021 poky)

x 3 pasu/moby, kamito oporar — 1 Tabierka
X 3 pasu/m00y).

3a yac mepebyBaHHS y CTAI[lOHAPI CTAH IUTUHH
noJinumusces. XJI0Mm4uKa CKepyBasiu Ha rocritalii-
3aIiio /10 BiJIiJIEHHST XipypTivHOTO JIiKyBaHHS
nopyuieHb putMy HaykoBo-ipakTU4HOro Menny-
HOTO IEHTPY AUTAYOI Kap/lioJIoTii Ta KapAioXipyp-
rii (M. KuiB). ¥ 11boMy 11€HTPi XJIOMYUKY ITPOBEJN
IMIIJTAHTAIli0 €HJ0KAP/IiaIbHOTO JIBOKAMEPHOIO
kapaioBeprepa-aediopusitopa ICD-DR Medro-
nic Protecta DR i BcTanoBsieHO KJIiHIYHU /liarHO3
«Cungpom moposxkenoro intepsany QT. Cran
micysi pamToBOi cepiieBol cMepti. Cran micis
immanranii aBokameproro ICD-DR Medronic
Protecta DR. IlnyHoukoBa eKCTpacucTOJis,
yacTa. [lapokcusmasibHa MIYHOUKOBA TaxXiKap/ist
(3a manumu peectpy amapary 6 aediopussiiin)».

ITicsist BUNMUCKM 31 CTAI[iOHAPY XJIOMYKK Tepedy-
Ba€ TIijI CIIOCTEPEKEHHAM Kap/iosora 3a Micriem

MPOKUBAHHS, OTPUMYE METOIPOJIOA Yy /1031
3,8 mr/kr/mo6y. Iposesn EKT-o6¢cTeskeHnst poau-
yiB I crymeHss  cmopignenocti  (6aThKu-
i cubcm), y pesyJIbTari SIKOTO TaTOJIOTiYHI 3MiHN He
BUSBJICHI.

[lig yac MOBTOPHOTO XOJTEP-MOHITOPYBAHHS
EKT (ua mosi merompomonay 150 wmr/moby):
cepenuga YUCC — 89 ymu./xB, MakcUMajlbHA —
143 yn./xB, minimambHa — 84 y/1./XB, O TOITHA
ekctpacucrosig (y tomy uucai 16 kKymieris,
5 IpOGIKOK MIITYHOYKOBUX eKcTpacucTol, 19 ermri-
30/1iB MIJIyHOUKOBOI Ta 3 CyNpaBeHTPUKYJISPHOI
Gireminii, 6 mepioAiB iMIOBEHTPUKYISAPHOTO
putmy), QT min — 343 mc, QT max — 484 wmc,
QTc min — 408 mc, QTc max — 656 wmc
(puc. 4, 5).

[TanienTa MOBTOPHO CKepyBaJl 3 PeKOMeH/a-
II€I0 PO3TJISIHYTH MOSKJIMBICTH IPOBE/IEHHS KaTe-
TEPHOI JIeCTPYKIII cyOCTpaTy apuTMii.
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OO0roBopeHHst

CkJ1aiHiCTh BCTAHOBJICHHS JliarHO3Y B 1IbOMY
KJIIHIYHOMY BUIAJAKy OOYMOBJIEHA TOCTPUM
MIOYaTKOM 3aXBOPIOBaHH#, 10 MaHidecTyBaso
CYZIOMHUM CHUHIPOMOM i JieTepMiHyBasIo HeoOXij-
HiCTb TPU3HAUYEHHS ITPOTUCY/IOMHO] Tepailii; He10-
CTaTHBOIO KJIiHIYHOO iHTeprpeTatieio faanx EKT;
MOSTBOIO KJITHIYHOI CUMIITOMATUKU Y BUTJISI/II pari-
TOBOI ceplleBOi CMepTi. 3a JaHUMU JIiTepaTypH,
He3BAKAIOYN HA Te, 110 TPUOIM3HO 25% HallieHTiB
i3 LQTS wmatorp nopmampuuii intepBan QT
(<440 mc), y HUX iCHY€ PU3WK PO3BUTKY CTaHiB,
M0 3arpoXkyioTh KUTTIO. OcobJUBY yBary cCiia
3BepTaTy Ha TpuBajicTh iHTepBany QT y pasi
HeOOXiIHOCTI TPU3HAYEHHST MEeJIMKAMEHTO3HUX
npernaparis, 0 MOXYTb IHAYKyBaTH HOro Mpo-
gonrariio [2,3,9]. Tomy mae 3nayeHHst iHAUBILY-
aJIbHA OIliHKA CTaHy Ialli€HTa, Y TOMY YMCJI JlaHi
CciMeHOro aHaMHe3y, peTesbHa OIliHKa PU3HUKIB,
ITOB'sI3aHMX i3 MEIMKAaMEHTO3HOIO TePaITi€lo.

BucuoBku

HesBaxkatoun Ha pifKiCHICTD BUIQAKIB CHUH-
npomMy TojsoBxkenoro QT, pu3WK BUHUKHEHHS
apuUTMill Ta CUHAPOMY PpanToOBOI CMEpTi, 110
3arpoKYIOTh JKUTTIO, Y TAaKUX MAI[iE€HTIB 00yMO-
BJIIOE HEOOXIIHICTh HACTOPOKEHOCTI JIiKapiB mep-
BUHHOI JIJAaHKU Ta AUTSUYUX HEBPOJIOTIB MO0 ITi€l
MaToJIoTi1l, BKIIOYEHHS i1 /10 KoJia fudepenIiino-
ro 00CTeXeHHd B NALI€HTIB i3 CMHKOIIAJIbHUMHU
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Puc. 5 Xontep-EKT nauieHta (nmucrtonag 2021)

CTaHAMW Ta CYJOMHUM CUHIpoMOM. OnTUMasb-
HUM 11010 TTPO(MIJAKTUKUA BUIQJKIB ParToBOI
cepIeBoOi CMepTi, TOB'SI3aHOI 3 II€0 MPUINHOIO,
cTaso 6 MPOBEJIEHHS MIOPIYHOrO CKPUHIHTOBOTO
EKT-nocnizxensst B iTell mepej MOYaTKOM Ha-
BUYAJILHOTO POKY. Taka cTpareris ontumizyBasa 6
PaHHIO JIarHOCTMKY Ta 3aCTOCYBaHHS BYaCHOI
KOPEKIIii, CIpsMOBaHUX Ha 3amobiraHHs BUHMN-
KHEHHIO JKUTTEBO HeOe3NMeYHUX YCKJIaIHEHb
1 MOIMNIIIeHHS AKOCT1 KUTTH MaIli€HTIB.
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