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1Y «HaykoBO-NpaKTUUYHMI MEOAUYHUI LEeHTPp auTaYoi Kapaionorii Ta kapaioxipyprii MO3 Ykpainus» (Kuig)
2HauioHanbHa MeMyYHa akageMis nicnagmnnomHoi ocsit iMeHi M. /1. Wynuka (Kuig)

Cunnpom rnogoxeHoro iHntepsainy QT (LQTS) e pinkicHoo marosoriero, acoiiioBaHO 3 palnTOBOIO CEPIIEBOIO
cMmepTio. HakomnueHHST JOCBimy yCIimrHoro BeAeHHs XBopux A0 1 poky xutrtsa 3 LQTS € akTyaabHUM ITMTaH-
HsIM. MeTa poO0OTH — IIpoaHaji3yBaTy CKJIaTHUI BUIIAOOK JIiKyBaHHS naiieHTku 3 LQTS. Martepianu ta MeTonou.
IIpoBeneHo JiKyBaHHs cUMIITOMaTUYHOro nauieHTa Bikom 1 mic. 3 LQTS. Pesynbratu ta obroBopeHHsi. Hamu
OyJ10 YCHILIHO 3aCTOCOBAHO eMiKapAialbHy eJIEKTPOKapAiOCTUMYIJISILIIO0 Y TTOEAHaHHI 3 B-O1okaropamu. BucHo-
BKM. Y maiieHTiB 10 1 poky xuttsa 3 LQTS Ta HecTabiIbHOI reMOIMHAMIKO0 MPU3HAYEHHSI MAKCUMAaJIbHUX 103
B-0sokaTopiB Ta emnikapaiajibHa eJEKTPOKAPAIOCTUMYIISILIS € €(EKTUBHUM METOAOM JIiKYBaHHSI.

Karouoei caosa: cundpom nodosucenoeo inmepsany QT, enekmpokapdiocmumyaauis, B-6a0xkamopu.

CunnpoM noposxeHoro iHTepBaity QT (LQTS) € pin-
KiCHOI0, KJIiHIiYHO 3HAYYyIlI010 MaTOJIOTIE0, aCOLiIOBAHOIO
3 PanTOBOIO CEpLIeBOIO cMepTio. [1py nocCHimkeHHi reHe-
TUYHOTO MaTepialy MOMEepJuX HEMOBJT i3 JiarHO30M
«CUHAPOM PanTOBOI MaJIOKOBOI cMepTi» Mapkepu LQTS
Oy BusiBieHi y 50% Bumankis [1].

OnHUM i3 TPOTHOCTUYHUX KPUTEPIiB Mepediry XBo-
pobOu € BiK HA MOMEHT MaHidecTallii KJIIHIYHUX TPOSIBiB.
HasBHicTh emizoaiB moniMopdHOI Taxikapmii 3 CHUHKO-
MaJbHUMM CTaHaAMU Y AiTell 10 1 pOKYy € MPOTHOCTUYHO
HecnpugaTIuBUM (akTtopoMm [2]. 3BaxalouuM Ha BEJIUKY
Hebe3MeKy JJs XXUTTS Oyjia BUAiJeHa OKpeMa HO30JIO0Tis
— 3JI0SKICHUI MepUHATaJbHUN CUHAPOM ITOAOBXEHOTO
intepBany QT [3].

Pe3ynbratl JiKyBaHHSI JAHOI TPYNMU MAlli€EHTIB 3aJIU-
IIAI0ThCS 3aJ0BUIBHUMU, MPOTE ONTUMAIbHA TAKTUKA HE
Bu3HaveHa [3]. OgHUM i3 MiIXoiB, OMMUCAHUX Y CydacHil
JIiTepaTypi, € 3aCTOCYBaHHSI BUCOKUX 103 [3-0JIOKATOPiB y
MOEAHAHHI 3 IMIIAHTALi€I0 MOCTIHHOIO €JIeKTpoKapaioc-
tumyasatopa (EKC) [4, 5]. Pe3ynbsratu Takoro JiKyBaHHS
JIOCUTb OOHAMiMIMBI, aje TaKU MiaXil He OMUWCAHUN SIK
CTaHJAapTHA TaKTUKa JUIS IiTel BiKoM 10 | poky.

3 orsiay Ha piAKIiCTh JAHOI MATOJIOTIi i BaXKiCTh Iepe-
0iry, HaKONMUYEHHS TOCBiMy YCIIIITHOTO BEIEHHS XBOPUX 3i
3JI0SIKICHUM TE€PUHATAIBHUM CHUHAPOMOM ITOJAOBXEHOIO
intepBasty QT € akTyaJIbHUM MUTAHHSM.

Meta po0OTH — TIpEACTABUTH KIiHIYHWI BUITaTOK
YCOINIHOTO JIiKyBaHHS TMAalliEHTKW 3 TNepUHATAIBHUM
CUHIPOMOM TofoBXeHoro iHTepBany QT i3 3acTtocy-
BaHHSIM eMiKapJiaJbHOI e€JEeKTPOKAPAIOCTUMYJISLIT Ta
[-6;10KaTopiB.

Marepiaau Ta MeToau. Y MiBUMHKHU BikoM | Mic. Ha ¢do-
Hi ICUXOEMOLIIITHOTO 30YI>XXKeHHS PO3BUHYBCS CUHKOTIAJb-
HU# CTaH i3 MOoAAJbIINM KapaiopecIipaTOpHUM apecTOM.

Ilepiia MmeauyHa gonomora Oysa HagaHa OpUramor Kape-
T IIBUAKOT MEAUYHOI TOTIOMOTH, 1110 MiCJIsI TPUi3ay KOH-
cTaTyBaJla KJIiHiYHY CMEpTh i po3noyaia cepleBo-JeTeHe-
BY peaHiMallito. B momangeimioMy maiieHTKa qJOCTaBJIeHa y
JOKJT Ne 2 micra KueBa, 3Binku nepeBefieHa y BilIiJIeHHS
peanimanuii 1Y «<HITMIIJIKK MO3 Ykpainu» 3 giarHo3om
«IITYHOYKOBA TaxiKap[isi, CTaH IiCJsl CeplieBO-JIEreHeBOI
peaHimaliii».

Ha moMmeHT rocmiranizaiii xBopa Oyja y BaXKo-
My CTaHi, Ha amapaTi IITy4YHOI BeHTWJIALil JiereHb. [Ipu
00’€KTUBHOMY OIS IIKipHi TOKPUBM CipO-1[iaHOTUYHI,
Sa02 20%, YCC 80 ya./xB. 3a ganumu ExoKI, dpakiiis
BUKHMIY JliBOTO IITyHO4YKa ctaHoBwia 10%. Ha EKI' Bu-
siBJieHa (yHKIiOHaJbHA 0OJioKaaa aTpiOBEHTPUKYJISIPHO-
ro (AB) nposenenns 2:1, 3:1 (puc. 1). Ilpun HaliMeHIINUX
MposiBaX aKTWBHOCTI BiIMiYaJIMCSl €Mi30AM MOJiMOpGhHOL
IIJTYHOYKOBOI TaxiKap/ii 3 mepexoaoM y Giopriisiito mty-
HoukiB. Kopuroanuii intepan QT ckimanap 600 Mcek, Ha
MicTaBi YOTO BUCTABJIEHO AiaTHO3 «CUHIPOM BPOKEHOTO
noaoBxeHoro iHTepBaity QT» (puc. 2).

3 MeTol0 YCyHEHHS JOMAaTKOBOI aIpeHepriyHOi CTHU-
MyJILii cepusd Oyna mornaubiaeHa cenailis manieHTku. B
SIKOCTi TTaTOT€HETUYHOTrO JIiKyBaHHS OyJ0 MPU3HAYEHO
METOIIPOJIOJ Y 03 2 MT/KT Ha 100y 3 MOJAJIBIIINM ITOCTY-
TMOBUM 301TbIIEHHSIM 03U MPOTATOM 16 /116 10 8 MI/KT Ha
no0y. Jlo3a 30ibIIyBagacs mocTyrnoBo, i3 KpOKOM B 2 MT/
KT Ha 100y KOXHi 4—6 IHIB 3aJ1€XHO Bil cTaHy IUTUHU.
3 omsgay Ha HecTabUIbHY FeMOAMHAMIKY, CXWIbHICTh 0
rimoteHsii, Opamukapaio (60—80 yma./XB.), 3yMOBJIEHY
dyHKUioHaNBbHOIO 6J0Kanol AB-mpoBedeHHs, i HE0O-
XiIHICTh MPU3HAYATH MAKCUMaJIbHI 103U [-0J0KaTOPiB,
Ha Apyry 100y MPpUIHSATO PillleHHS HaB’I3aTU TUMYACOBY
nBokaMepHy emnikapaianbHy EKC yepe3 cepenvHHyY cTep-
HOTOMIIO.
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Puc. 1. ®yHkuyioHansHa 6nokada AB-nposedenHs 2:1, 3:1

3acTocoBaHa JliKyBajbHa TaKTUKa J103BOJIMIA CTa0imi-
3yBaTU CTaH MallieHTKU. BimMivanacs 3HauyHa MO3UTHMBHA
IUHaMiKa, y 3B’S13KY 3 UMM yepe3 9 10 Imiciisg 3acToCyBaHHS
tumuacoBoro EKC npuiiHsaTo pillieHHs iMIJIaHTYBaTU MO-
cTiiiHui enikapaiaabHuii nBokamepHuii EKC. 1le no3Bo-
JIAJIO TTIOCTYIOBO 30UIBIIMTH TOOOBY 103y METOIIPOJIONY 10
8 Mr/KT Ha 100y.

XBopa OyJjia BUIMMCaHa 3i cTallioHapy y 100poMy CTaHi
yepe3 31 meHb Micas rociraiizailii, 6e3 03HaK HeBPOJIO-
riyHoro Ae@iuuTy i 3 TOBHUM BiTHOBJIEHHSIM CKOPOTJIUBOI
(yHKI11i1 TiBOro NITyHOYKA.

HactynHuii KOHTPOJBHUN OIS TALIEHTKH ITPOBO-
IUBCs 9epe3 1 Mic. Ta yepes 6 Mic. 3 MOMEHTY BUITUCKHU.

PesynbraTu Ta 00rosopenns. ITpotsrom 6 MicsiiiB ctaH
TUTUHU 3aJIMIIaBCs CTabiTbHUM, YKOJHOTO €T30y ILTy-
HOUYKOBOI Taxikap/ii abo CMHKOTIIE 3apeECTPOBAHO He OYJI0.
ITpu nmepesipui podotu EKC cnoctepiraBcst nepeBakHO
CUHYCOBUI PUTM i3 KOPOTKMMHU TepiogaMu CTUMYJISLIT Y
pexxumi DDD. ®@i3nyHuif i ICUXOMOTOPHUIA pO3BUTOK M-
TUHMU BiAIIOBiIaB BIKOBUM HOpMaM.

3acTocyBaHHsI Tepamii MaKCUMaJIbHUMM J03aMU
B-061oKkaTopiB y MO€NHAHHI 3 emiKapAiaJlbHOIO ABOKa-
MmepHoio EKC 0yn0 K/1104oBOIO Teparni€lo, 110 CIipusiia
yCHIlIHOMY JIiKyBaHHIO AaHoOi XxBopoi. He3Baxkarouu Ha
Te, 1[0 METOIMPOJIOJ 3HAYHO IOCTYIAEThCS B TepareB-
TUYHil e(heKTUBHOCTI HOAANOIY i MPOMPaHOIO0IY B NaHil
rpymni mnaiieHTiB [6], BuOip npemnapaTty OyB 3yMOBJICHUI
KOPOTKMM 4YacoM Jii, a OTXe, OiJblll KOHTPOJIbOBAaHUM
BILUIMBOM, 1110 BKpail Ba>kKJIMBO B yMOBaX HeCTabiJIbHOI re-
MOJMHAMIiKH.

[HIIMM hakTOpOM, IO CHPMSB BUKMBAHHIO IMALiEHT-
K1, OyJa CBOEYACHO HalaHa repilia MeIuyHa J0oMomMora 3
MOJAJIbIIIMM TPAHCIOPTYBAHHSIM Y CIeliali3oBaHy KJli-
Hiky. Tomy 1j19 mokpalleHHsI BUXKMBAHOCTI MalLiEHTIB Ja-
HOI IpyNU LIJIKOM BUIIpaBIaHe CKPUHIHTOBE ITPOBEICHHS
EKT-mocnimkeHHs1 BCiM HOBOHAPOIXKEHUM 3 METOIO CBOE-
YaCHOTI'O BUSIBJICHHS TPYITA PU3HKY.

j | DT Efaces

| T I i ! = Al
A > ped = L Ly | fin

Ca I ; : Fa e M vl
=l e d-’"'-‘}:—;—_lr'._ﬁ R e B I S S

i g i - L] 1 o 1

-y - gt ) - L1
et e T e e e N e et e
T

'l"-\l .H_WHHU'JF_'J":H_“‘-# ST — —-I.""h’ﬁh-xr\,.i_“J

G-'é'"i\_,'_qpi" e S _."*—'1___’."_""‘"‘_’&‘_.,{ _""‘I;.‘_“-\/"_"_%L"

Pl it '.,—-';"H'_—"‘J (B

"‘J-_.. S| .

Fros

e A r___.a.._,--. TXEIEYy

=

Puc. 2. CuHdpom 8poodmeHo20 nodosxeHo2o iHmepsany QT

B ciM’sx, ne Oyno BUSIBJAEHO AiTelt i3 6€3CMMITOMHUM
nomoBxeHHsIM iHTepBany QT, moUiTbHO MPOBECTU Ha-
BUaHHS 0aTbKiB i pOAMYIiB OCHOBaM CeplEeBO-JIEreHeBOiI
peaHimallii y BUIaaKy Madigecralii XxBopoou, 1110 MOIJIO
0 301LIBIIMTU BipOTiAHICTh CBOEYACHOTO HaJaHHS MEPLIOi
MEIUYHOI TOITOMOTH.

BucnoBku. EnikapnianbHa EKC Ta npusHaueHHST BU-
COKMX 1103 [3-0JIOKaTOpiB € e(PEeKTUBHUM METOIOM JIiKy-
BaHHSI y NALIEHTIB 10 POKY 3 (PYHKLIIOHAJIBHOIO 0J10KaI010
AB-nipoBeieHHsI Ta HeCTabiJIbHOIO reMOJUHAMIKOIO.

JIns migBUIIEHHS IIAHCIB BMIKMBAHOCTI ITALIIEHTIB i3
BpomkeHUM LQTS mouiibHUM € CBO€YacHe BUSIBJICHHS
Ipyny pu3uKy. batbkam i poguyaM AiTelt i3 Tpynu pusuKy
CJIiI TIPOMTH HaBYAHHSI MOBOIKEHHIO B CUTYyallil IPOSIBY
CUMIMTOMIB XBOPOOM.
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Successful treatment of a patient aged 1 month with long QT syndrome
and multiple episodes of ventricular fibrillation

Prorok S. Yu.t, Proidak O.S.:, Meshkova M. S.t, Doronin 0. V.2, Rudenko N. M.?
! State Institution “Scientific and Practical Centre for Pediatric Cardiology and Cardiac Surgery of the MoH of Ukraine” (Kyiv)
2P, L. Shupyk National Academy of Postgraduate Education (Kyiv)

Long QT syndrome (LQTYS) is a rare condition associated with sudden cardiac death. Accumulation of experience of the
successful management of patients under the age of 1 year old with LQTS is a relevant issue. Objective. To analyse the com-
plex case of treatment of a patient with LQTS. Materials and methods. Treatment of a symptomatic patient aged 1 month
with LQTS was performed. Results and discussion. We have a successful experience of epicardial pacing in combination with
-blockers. Conclusion. Prescription of B-blocker maximal doses and epicardial pacing is the efficient treatment method in
patients under 1 year of age with LQTS and unstable hemodynamics.

Key words: long QT syndrome, pacing, B-blockers.



