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MeToro po6oTu 6yno: 03HanoOMUTV NiKapis i3 PiAKICHUMI BPOKEHUMI CUHAPOMAMMU, L0 MOXYTb MPU3BECTI A0 3ArPO3NNBUX A XKUTTS apuTMIl (TN «nipy-
eT», (DI6PUAALIA WYHOYKIB) Ta CUHAPOMY PanTOBOi CMepTi; 3aNPONOHYBATI aNropPUTM fiKyBaHHs i 3ano6iraHHs haTanbHUM HACNILKaM Y LWX NaLieHTiB.

VY cTatTi pO3rnAfaeTbCA PiKiCHA reHeTUYHO 3yMOBREHa NaTonoris — cuHapom [hxkepsen—JlaHre—HinbceHa, WO HaNeXuTb A0 rpynu «KaHanonartiid», npo-
ABnfe cebe AK CUHAPOM NOAOBXEHOro iHTepBany QT i HEPOCEHCOPHO FMYX0TOK. HaBeeHO KNiHi4He CMOCTEPEXEHHS JAHOTO CUHAPOMY Y AUTUHM. TakoX
OMWCAaHI iHLWi BapiaHTK BPOMKEHUX CUHAPOMIB NMOJ0BXeHoro QT, MexaHi3Mu ix pO3BUTKY, FeHETUYHI BapiaHTL i NOKYCU, LU0 3yMOBAIOIOTh Pi3Hi TUMM CUHAPO-
MiB, KNiHIYHi XapakTepucTuki, TNosi 3miHn EKT, KpuTepii AiarHoCTUKN Ta CUMNTOMU «TPUBOTW», L0 3060B'A3YH0Tb NMPOBECTU LiNecnpsimMoBaHe 06CTEXEHHS
naujieHTiB. BUCBITNEHI NUTaHHA HAAAHHA HEBiAKNALHOI AONOMOTY | JOBrOCTPOKOBOI 3an06hKHOI Tepanii.

Knro4oBi cnosa: cuHapom nogoexeHoro iHTepsany QT, cunapom [xepsen—IJlaHre—HinbceHa, kaHanonarii, CMHLPOM panToBOi CMepTi.

Long QT interval syndrome in practice of paediatricians
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Objective: to introduce to physicians the orphan congenital syndromes that can lead to life threatening arrhythmias (torsade-de-pointes or ventricular fibrilla-
tions) and can promote sudden death syndrome, suggest treatment algorithm and preventive care to avoid fatal outcomes in these patients.

This article deals with the orphan genetic pathology from the group of «channelopathy» — Jerwell and Lange-Nielsen syndrome, which is manifested as a
long QT syndrome and sensorineural hearing loss. Clinical observation of this syndrome in a child is given. Other types of inherited long QT syndrome with
mechanisms of their realizing, genetic features of peculiar syndromes, clinics and ECG signs, diagnostic criteria and «alarming» symptoms that require com-
plete patient examining are highlighted in the article. Recommendations for urgent therapy and prevention of fatal outcome are proposed as well.
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CMHp,pOM YOJIMHEeHHOIro uitepeana QTs npaKkTuke Bpaqeﬁ-nep,uanos
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Llenb: 03HakoMUTb Bpadei ¢ pefKUMYU BPOXAEHHbIMU CUHAPOMAMU, KOTOPbIE MOTYT MPUBECTM K XXUSHEYTPOXAIOLMM apUTMUAM (TUNa «nupyeT», pubpunns-
LN XKeNyA04KOB) U CUHAPOMY BHE3AMHOI CMEPTU; NPEANOKUTb anropuT™ NEYeHns 1 NpesoTBpaLLeHns (atanbHbIX NOCIeACTBUI Y 3TUX NALNEHTOB.

B cTaTbe paccmoTpeHa pefikas reHeTu4eckn AeTepMUHPOBaHHas natonornsg — cuHapom [hxepsen—Ilanre—HunbceHa, 0THOCALLAACA K rpynne «KaHanona-
TUIA», KOTOPbIA NPOSBASETCA CUHAPOMOM yanuHeHHoro QT n HeipOCeHCOPHOM TyroyxocTblo. [pnBeeHo KNWHUYeckoe HabniofeHne [AHHOTO CMHAPOMA
y pebeHka. Takxe OnucaHbl Apyrie BapuaHTbl BPOXAEHHbIX CUHAPOMOB YANWHEeHHOro QT, MeXaHU3Mbl WX PA3BUTUS, FEHETUYECKME BapUaHTbl U MOKYCbl,
OTBETCTBEHHbIE 32 Pa3Hble TUMbl CUHAPOMOB, KNMHUYECKNE XapaKTepuUCTUKL, TUNnYHble u3meHeHus IKI, kputepun UArHOCTUKN 1 CUMATOMbI «TPEBOTN»,
063bIBatOLLNE NPOBECTY LieneHanpasneHHoe 06cnefoBaHne nauneHToB. OCBELLEHbI BOMPOCHI 0KA3aHNS HEOTN0XKHON NOMOLUM 11 OATOCPOYHON NPEBEHTUB-

HOIA Tepanuu.

Kniouesbie cnosa: cuHApoOM yanuHeHHoro uHtepsana QT, curgpom [hxkepsen—JlaHre—HunbceHa, kaHanonaruu, CUHLPOM BHE3arnHOW CMepTHU.

WHJPOM TOJI0BKeHOTO iHTepBany QT
(CIIT QT) — 1e xapmioHelpomnaris, 110
[10B's13aHa 3 BUCOKUM PU3UKOM PAIITOBOI CMEpTi.
Ha cporojHi posrisifaioTb JBi TOJOBHI 1IPU-
YUHU BPO/UKEHUX MIJIYHOUYKOBUX TOPYIIEHDb
PUTMY CEPILSI: TaK 3BaHY «IEPBUHHY €JIeKTPUUHY
XBOpoOy cepiisi» (primary electric heart disease),
sIKa BUSIBJISIETHCST B 0Ci6 06€3 JKOMHUX O3HAK
OpPraHiyHOl MaToJOril CcepleBO-CYJANHHOI CHU-
CTeMU, Ta BPOJKEHI CTPYKTYPHI aHOMAJII cepIisd
[6,8,9,11].
l'os0BHOIO TPUYWHOIO TEHETUYHO JIeTEPMiHO-
BAaHWX IIJYHOYKOBUX ApUTMIii TPU TIEPBUHHIN
eJIEKTPUYHIT XBOPOO6i cepiist € AucdyHKIsA i0H-
HUX KaHaJiB 1 HACOCIB, AKi Bi/lirpailoTh BasKJIUBY
POJIb y IpoTlecax ACMOSPU3allil i permosspu3artii.
[Topymrenns (yHKINT IOHHUX KaHaJIiB MOKe OyTH
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0OYMOBJIEHO MYTAI[I€I0 B T€HAX TOJIOBHUX TTOPO-
TBIPHUX O-CYOOIMHUIIb, JOJATKOBUX CTPYKTYP,
N[0 BUKOHYIOTh PETYJIAIII0 IXHIX (QYHKIIH,
OLJIKIB-TIEPEHOCHUKIB, HEOOXIIHUX JJIsi TPaHC-
MOPTYBaHHS MOJIEKYJI, @ TAKOXK J0JATKOBUX OiJI-
KiB, IO € MOCepeHuKaMu <«BOYIOBYBaHHSI»
MoJieKyJl 'y Giosoriuni meMOpanu i B3aemoii
3 KJIITUHHUMM cTpykTypamu. Ili martosoriyni
CTaHM Ie Ha3uBaloTh KaHasomarismu (channelo-
pathies) [1,2,5-8,10,11].

[Ipu CIII QT cnocrepiraetbes AucHyHKITIS
IOHHUX KaHaJiB i HAcOCiB, a Ile TPU3BOIUTH [0
MTOZOBKEHHST (ha3y PemnosIpu3aliii KapAioMioln-
TiB [2,3,8,11].

Y Tabu. 1 mokazaHo reHeTU4Hy KJacupikaliio
CIIT QT: Bkazani renu, MyTailii B SKUX BUSBISAIOTH
MpY BiAAMOBiAHUX THTIaX 3axBopioBanus [3,9,10].
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Tabnuys 1
MonekynapHO-reHeTU4Hi TuNu cnagKoBOro CUHAPOMY NOAJOBXeEHOoro iHTtepeany QT
Tun MyTaHTHUiIA KopoBaHui 3MiHM iOHHUX
®deHoTUN Tun CNIQT ycnap.xy- reH Binok KaHanie
BaHHSA
CvHgpom [xepsen— LQT-JLN1 AP KCNQ1 a-Cy60aMHMLA Kaniesoro kaHany Kv7.1 SHKEHHS Ik
Naxre—Hinecera LQT-JLN2 AP KCNE1 B-cy6oamHmus kaniesoro kaHany Kv7.1 BHWxKeHHslk
LQTH AL KCNQ1 0-Cy60aMHMLSA KanieBoro kaHany Kv7.1 SHWKeHHS
LQT2 AL KCNH2 o-cyboauHuus Kaniesoro kaHany Kvii.1 SHUXEHHS
CvHgpom PomaHo— LQT3 Al SCN5A 0-cy60anHMLA HaTpieBoro kaHany Nav1.5 MocuneHHs INa
Yoppa LQT4 Al ANK2 AHKnpyH B 3HWxKeHHs K i INa
LQT5 AL KCNE1 MinK-B-cy6oauHuus kaniesoro kaHany Kv7.1 SHUXEHHS I
LQT6 AL KCNE2 | MiRP1-B-cy6oamHnus kanieBoro kanany Kv7.1 SHWXKeHHs
.?:E:ﬁgw ArpepceHa— LQT7 AL KCNJ2 o-CcyboanHMUA Kaniesoro kaHany Kir2.1 SHUXEHHS I«
CuHgpom TimoTi LQT8 AP CACNA1c | a-cybopmHuus kanbliesoro kavany L-Cavi.2 [MocunenHs lca

IHpumimxa: Al — ayrocomuo-nominanTamii, AP — ayrocoMHoO-perecuBHUIL.

Tabruys 2
KniHiuHa xapakTepucTmka 0OCHOBHUX TUMIB CNaAKOBOro CUHAPOMY NOAOBXEHOro iHTepsany QT
XapakTepucTuka cniQT1 cniat2 cniQaT3
MyTaHTHWIA rexH KCNQ1 KCNH2 SCN5A
3MiHVW iOHHOrO TOKY 3HWXKeHHs Ik 3HUKEHHS Ik MocuneHHs INa
. . . [MogoBxeHui
OcobnuBocTi penonapu3adyi LLIMpoka cumeTpudHa Xenns T Hwabka amnnityga xsuni T, {30eNeKTPIHHMIA
NpY CUHYCOBOMY PUTMI nBoxdasHa xsuns T cermenT ST

Di3nyHe HaBaHTaXeH
€MOLiiiHWIA cTpec

®daKTopwu, L0 NPOBOKYOTh
BUHUKHEHHS TdP*

Pi3kunii ry4HWii 3ByK, EMOLINHWIA
cTpec (nepensik), piskuii ctapT
i3YHOr0 HaBaHTaXeHHs

Hsi, Bpapikapgis (coH)

HuHamika QTc Npy HaBaHTaXeHHi MonoexeHe CkopoyeHe (HopmarbHa anMHamika) | 3Ha4He CKOPOYeHHS
EbekTnBHiCTb Tepanii B-6nokaropamm Bucoka (6inbLue 80%) MomipHa (6ins 50%) Hwn3bka
IuHamika QTec Npu NPU3HAYEHHI Hewmae Hemae CKOpOYEHHS

AAIMT™ 1 knacy

IIpumimxu: *TdP — Torsade de pointes, **AAIl — anTuapuTMidyHi npernaparu.

Y 1957 p. /Ixxepseu, Jlanre i Hisbcon onucasm
CUH/IPOM, SKUI XapaKTepPU3Y€EThCS BPOKEHOIO
TJIYXOTOIO 3 HaalaMu cUuHKoIe, 3Minamu Ha EKT
y BUTJISAZI 3HAYHOTO ToZIoBkeHHs inTepBamy QT i
pantoBoi cmepTi. ¥ 1964 p. Pomano ta Yopa onu-
caJil aHAJOTIYHWIT CUHIPOM, ajie Ge3 TIyXOTH.
Tomy Bugingiors gaexiibpka popm CIIT QT:

e cunapom Pomano—Yopaa — ayToCOMHO-/10-

MiHAHTHUM TUI yCITaIKy BaHHS;

e cunzpom J[Ixxepsena—Jlanre—Hisbcona —

ayTOCOMHO-PEIeCUBHUI THUTI YCTIaIKyBaHHST;

e cunppom Amngepcena—Tasina (Andersen—

Tawil) i cungpom Timori (Timothy).

Haii6ibin posnoBciozkera popma 3aXBOPIOBaH-
HS 3 AyTOCOMHO-/IOMIHAHTHUM THUTIOM YCITaJIKyBaH-
HSI — cuHApoM Pomano—Yopaa, XapakTepHuM KJTi-
HIYHUM TIPOSBOM SIKOTO € TTOJIOBXKEHHS iHTepBaIy
QT, perteBHI CHHKOTIAIBHI CTaHU, 3yMOBJIEHI 1TOJII-
MopHOIO TTyHOUKOBOIO Taxikapzieo (IT) tumy
<mipyet». Binbiricts (90%) ycix BUNagKiB CUH/PO-
My Pomano—V¥Yopna — me Bapiantu CIII QT1,
CIIT QT2, CIII QT3 tumis (tabu. 2) [4,6,9].
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3HAYHO Pijiliie 3yCTPIiYaeThCst ayTOCOMHO-pele-
cuBHa (opMa 3axBOpIOBaHHA — cuHApoM [[xkep-
Ben—Jlanre—Hinbcena, gKoMy mpuTaMaHHi BPO-
IKeHa HeHpoCeHCOpHA TIIyX0Ta, BUPA3Hilie Mo/10B-
skeHHda iHTepBany QT 1 wacrimi 3arpos3nusi A
JKUTTS IIJTYHOUKOBI apUTMii. 3aXBOPIOBAHHST 00YMOB-
gene myramissMmu B reHax KCNQ1 a6o KCNE2,
0 KOAYIOTh TOJIOBHY 1 JOJATKOBY CYOOIWHMILI
HOTeHINaI-3aleKHNX KajaieBux Kamanip Kv7.1 1
TPU3BOATH 710 3HMKeHHs e Toky 1Ks [3,8,9,11].

Cungpom Amnznepcena—TaBia — piakicHa
(dopma 3axBopiOBaHHS, NMPHU SKiH MOAOBKEHHS
intepBany QT cynpoBOKYEThCSI BUHUKHEHHSIM
xuii U, mapokcuamMamu gK TOJIMOPGHOT TMLTy-
HOYKOBOI Taxikapii Tumy TdP, tak i iBoHampasiie-
HOI IIJTYHOYKOBOI Taxikapzii. Tunosi Taki ekcrpa-
Kap/liaJibHi TTPOSIBU 3aXBOPIOBAaHHS, STK aHOMAJIil
PO3BUTKY KICTKOBOI cucTeMu (HU3bKUHI 3picT,
MiKpOTHaTisl, TillePTEJI0PU3M, HU3bKE IT0JIOKEHHS
BYIITHUX PAKOBUH, CKOJTI03, KITHHOJAKTUJISA ), TIiTIO-
KaJlieMid 1 TepioAMYHUN KaJii3ane;KHui napasid,
O CcIocTepiraioTbess B ycix XxBopux. CuHAPOM
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Tabnuys 3
JAiarHoCTU4HI KpUTepii cnagkoBoro cuHapomy nogoexeHoro QT (3i amiHamu 2006 p.)
Kputepin Ban

EnektpokapgiorpadiyHi kputepii
QTc>480 mc 3
QTc 460-470 mc 2
QTc 450-459 mc (y 4onosikiB) 1
3apeecTpoBaHa Taxikapgis Tiny «mipyer» 2
AnbTepHauis xeuni T 1
HasgHicTb 3a3y6nuH Ha xsuni T y Il BigBeAeHHi 1
YCC Hmxya 3a BikoBy 0,5
KniHiYHi NposBy 3aXBOPIOBaHHS:

3anamopOY€eHHS, CPOBOKOBaHI (Di3N4HUM HaBaHTaXXeHHM abo eMOLIHMM CTPECOM 2

BTpaTa CBiflOMOCTi Yy CMOKOI 1

BPOKEHA TYroByXiCTb 0,5
CimeliHuin aHamHes:

HasBHiCTb giarHocToBaHoro Crl QT y uneHa cim'i 1

panTtosa cMepTb Y ciM'i XBoporo Y BiLj <30 pokis 0,5

Annepcena—TaBisia — 3aXBOPIOBAHHS 3 ayTOCOM-
HO-ZIOMiHAaHTHUM THUIIOM YCIaJKyBaHHS, Xoua
ciMelHUI XapaKkTep 3aXBOPIOBAHHS MPOCTEKYETh-
Cs1 He 3aB3K/M, 3BasKalOUM Ha TPYIHOIIL 1iarHOCTH -
KU, Hecrenu(iuni KIIHIYHI TPOSBU 3aXBOPIOBAH-
HS 1 HETOBHY IMEHETPAHTHICTh MYTAHTHUX TEHIB.
o 50% ycix BUTIAKIB 3aXBOPIOBAHHS 0OYMOBJIE-
Hi MyTartiieio de novo [9].

Cungpom Timori — aysxe pinkicHa dopma
CIIT QT, mo cynpoBOKYETbCS 3HAUHUM DPU3U-
KOM ParToBOI CepIIeBO-CYAUHHOI cMePTi (cepeaas
TpUBAIiCTh KUTTS 2,5 poku). [lo 60% xBOpux
MaroTh Pi3HI BPOJKeHI Bagu cepirst (BiIKPUTY
aprepiasibHy 1poToky, Terpaay Pasno, Bimkpute
OBaJIbHE BIKHO 1 jiecheKTH MIKIILIIYHOYKOBOI T1epe-
TUHKW) Ta Pi3Hi MOPYIIEHHS TTPOBIIHOCTI (Xapak-
TepHi TUMYACOBI 1 TocTiiini hopmu AB-6mokann 11
CTyNeHs 3 TIPOBEJEHHSAM Ha NLIyHOUKH 2:1).
Cepenl  ekcTpakapiaJbHUX IPOSIBIB  MOXYTh
3yCTpiuaTrcsl KOTHITUBHI MOPYIIeHHsT (3aTPUMKa
IICUXOMOTOPHOTO PO3BUTKY, ayTHU3M), TillOIJiKe-
Mist, iMyHozmedinuTh, aHoMasii o6audus (3ria-
JUKEHICTh HOCOTYOHOT CKJIA/IKU, HU3bKE PO3TaIIry-
BaHHS BYITHUX PAKOBWH), a TAKOK 4aCTKOBa abo
nosHa cunAakTuaiA. CungpoM TiMoTi yernakoBy-
€TbCS 3a AyTOCOMHO-/IOMiHAHTHUM THUIIOM, OJ[HAK
GIJIBIIICT BUIAIKIB 3aXBOPIOBAHHSI OOYMOBJIEHI
MmyTaitieio de novo [9,11].

[Tepmuri cumnromu mipu Beix Tunax CII QT —
11e, Half9acTiIne, TOBTOPHI HAMTQIN 3aTITaMOPOYEHHS,
ab0 CUHKOIIE, 1110 MOKYTb 3'SIBJISITUCS 3 PAHHBOTO
Biky. IlepeBaskHO MatOTh Miciie OAIMOPGhHI TLTY-
HOUKOBI Taxikapaii (Hanpuraaz, [T tuny «mipy-
er») abo ¢ibpusiis muyHoukis. IIpoBOKYyIOTH
apUTMIiYHi cTaHu eMolliliHe 30ymkeHHs (1epe-
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n9K), (isuyHa aktuBHicTH (6ir, HIaBaHHS —
CMepPTh y BOI 3ycTpivaetbcss y 57% miteit
3 CIII QT), gacto cymnpoBOXKYIOTHCS TTOSBOIO
cyznom [5,7,9].

CuHKOnaabHi CTAaHU TIPU IIOMY 3aXBOPIOBAHHI
KJIHIYHO Ba)XKO BIZIPIBHUTH BiJl €MiJIENITUYHOIO
Haray, TOMY 110 Y [iTe ij 4ac Hanajy MOKYThb
3'ABJIATUCS TOHIYHI CYZIOMU, MUMOBIJIbHI CEYOBU-
nycKkaHHs, a iHoal W pedexaris. Kpim Toro,
MoxkJuBi 3MiHu Ha EET' y Buriigi napokcusmasib-
HOI TATOJIOTIYHOI AaKTMBHOCTI, 1[0 Ie OiJblie
yCKIamHIOE  nudepeHIliaibHy  1arHOCTUKY
CIII QT 3 emisenicieto (ToMy 32 HAIBHOCTI y INTH-
HU cy/10M 060B's13k0Be TipoBenentst EKT).

Kpurepii, 1110 BUKOPUCTOBYIOTbCS JIJIS Jliar-
Hoctuku cnagkosoro CIIT QT, sampornonoBani
J.P. Schwartz, naBezeni y Ta6u. 3 [9].

Cnaaxosuii CIII QT miarHocTyioTh y pasi,
AKIIO cyMa OaJliB CTaHOBUTH >3,5 3a HasgBHOCTI
HiITBEP/AKEHHSI  MOJIEKYJISIPDHO-TeHeTUUHUMHU
MeTOJlaMU MYTallii, 1110 TTpu3BeJia /10 MOJ0BKEeHHI
intepBany QT, gaxmo nosropua EKI peectpye
nonoBxeHHS QTc>600 Mc 3a BizcyTHOCTI iHIINUX
TIPUYWH, IO TTPOBOKYIOTH BHHUKHEHHS ITOI0BKEH-
Ha iHTepBaJsy. /liarmos cmaakosoro CIIT QT
TaKOK MOKe OYTH BUCTABJIEHUN TIPH TTOJ0BKEHHI
intepBany QTe 10 480—-499 Mc y nartieHTiB i3 cuH-
KOTTAJIbHUMH CTaHAMU HE3PO3YMIJIOTO MOXO/7KEH-
HS 32 BIJICYTHOCTI FeHETUYHOI MyTallii Ta iHIINX
MPUYUH MTOI0BKeHHA iHTepBamy QT.

Metoan MONEKYJISIPHO-TEHETUYHOI /1iarHOCTH-
KU MaloTh Besinke 3HaueHHs B giarHoctuili CIII
QT Ta BuaHauenHs nporuo3dy xsopux. IIpu mpose-
JIeHHI KOMTIJIEKCHUX TeHeTUYHUX aHaJIi31B MyTallil
3HAXOAATH NPUOIM3HO Y 75% XBOPHX, TOMY Hera-
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TUBHUHN pe3yJbTaT TEHETUYHOTO aHAJi3y He Ja€
MOKJTMBOCTI TIOBHICTIO BUKIIOUNTH fiarHo3 CIII
QT [4,5,9,10].

[TpoBeneHHsa KOMIIJIEKCHOTO T€HEeTUYHOTO aHa-
JIi3y BUSBJICHHS MOKJIMBUX MyTalliil y reHax
KCNQ1, KCNH2, SCN5A (CITI QT 1, 21 3 tumiB —
HaWTOMMUpeHIimnux (GopM 3aXBOPIOBAHHS) PEKO-
MEH/IOBaHE yCiM XBOPUM 3 KJIITHIYHUMHU TTPOSIBAMU
CIIT QT, npu oOTsIZKEHOMY CiMeitHOMY aHaMHe3i
Ta nojioBxkeHHi intepsany QTe, 1o 3apeecTpoBaHi
na EKT y cnokoi abo npu npoBeseHHi IPoOBOKa-
WIMHKUX JIarHOCTUYHUX I1IPOO, a TaKOoXK yCiM
MaIieHTaM, M0 He MalTh THUIIOBUX CHUMIITOMIB
CIIT QT, ane wa EKI w™mawoTb NOJOBKEHHS
QTc>500 mMc Ta He BUSIBJIEHI iHII MOKJIUBI TIPHU-
yruHU nofoBKeHHs iHTepBasy QT. 3Baxkaouyn Ha
Te, 10 nopoBkeHHst inTepBasy QT moxke OyTu
HETIOCTIHHUM, y IiaTHOCTHIN Ma€ 3HAYEHHS, SK
nosro posoauBcst 3amuc EKI. Tomy mo6ose Xo-
tep-monitopyBantst EKT — Haiibisbin iHdopma-
TuBHUI MeToz, ocobmuso pu CITT QT 2-ro Ta 3-
TO THUIIIB, TOMY 1110 Y XBOPHUX i3 IIUMU BapiaHTaMu
CUHIPOMY Haitbisbiire mogoBxkenns intepsanry QT
CIIOCTEPITaeThCs y HiUHMIA yac abo TIPY MTPOBEIEH-
Hi POBOKAI[IHHUX TECTIB.

Tabnuys 4
MpenapaTtu, KNiHiYHi cTaHU | 3aXBOPIOBaHHS, LLIO aco-
LiloI0TbCSH i3 CUHAPOMOM NMOAOBXEHOoro iHtepeany QT

AHTHMapuTMiYHi npenapatu:

la Knac — XiHiguH, Ousonipamig, MNpokaiHamig;

I8 Knac — JligokaiH, Mekcunituh;

Ic Knac — ®nekainig, NMponadeHoH (PUTMOHOPM);

Il Knac — Cotanon, KopgapoH, Bpetuniym,
AueTtunnpokaiHamig, JodeTunig,

IV Knac — Benpugun

IHWi aHTMapuTmiku: Mnypetman (Aimanin), EHkaiHig

CepueBo-CyauHHI npenapatu: AgpeHarniH,
EdenpuH, KaiHToH

AHTturictamiHHi npenapatu: Actemizon, TepdeHaauH

AHTUMIKpPOGHI npenapatu: EputpomiumH, KnaputpoMiumH,
AziTpomiuuH, CnipomiumH, KniHgamiumH, baktpum,
AHTpamiuuH, MNeHtamignH, TponeaHgomiuwH, I3oHia3na

AHTUManspivuHi npenapatu: HanodaHTpuH

AHTUgenpecaHTu: AMITpUNTUANIH, HopTpenTuni, IMinpamig,
[Hesunipamig, JokceniH, ManpoTunid, ®eHoTiaauH,
XnopnpomMasuH, dnoBokcamiH, Knantpomiumt

Hewponentuku: Manonepvgon, Xnopanrigpat

AHTaroHicT1 cepoToHiHy: KeTaHcepuH, 3imenguH

FacTpoeHTeposnoriyHi npenapatu: Linsanpig

Jiypetuku: IHpanamig

MpoTurpnbkosi npenapatu: KetokoHason, GnokoHason,
ITpakoHason

IHWi npenapatu: KokaiH, Mpobykon, MNanasepvH, ALEHO3WH

EneKTponiTHi nopyLUeHHs: rinokaniemisi, rinoMarHesiemis,
rinokanbLjiemis

IHWIi cTaHKU: H13LKOOINKOBA AieTa

3axBoOpIOBaHHA: HEPBOBA aHOPEKCIA, iHTPaKpaHiasbHi
i cybapaxHoiganbHi KpoBoBunvBK, nosHa AB-6nokapa,
CUHycoBa 6pafdikapgis, MiokapauTu, Kapgiomionarii
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Tpeba mam'sitaTH, 10 MTOIOBKEHHST 1HTEPBAJY
QT mozke OyTH CITPOBOKOBAHE MPUIOMOM JIESTKIX
JikiB ab0 BUHMKHYTH Ha TJi IHIIMX CTaHiB
(tabu. 4) [7-9].

Haiibinpiry Hebe3neKy cTaHOBUTH HOETHAHHS
KiTbKOX (DaKTOPiB PU3UKY BTOPUHHOTO TOOB-
skenHst iHTepBasty QT. Hampukmaza, noeaHaHHS
aHTUOIOTHUKIB, aHTUTICTAMIHHUX 1 IPOTUTPUOKO-
BUX IIperapariB 3HaYHO ITi/IBUIILYE PU3UK PO3BUT-
Ky 3arpo3anBux s KuTT taxiaputmiil. Ha EKT
Taki CTaHW XapaKTepU3yIloTheCs MooBkeHHs M QT
Ha nonan 0,05 ¢ MOPIBHSHO 3 HOPMOIO ISt I€l
HUCC (mpu Xoarep-monitopunry go 400 mc
Yy HOBOHAPOJKEHUX, 710 480 Mc y MmijliTKIB He3a-
gexno Big YCC). Inrepsan QT moke 3MiHIOBA-
TUCS BiJl UMKJIY A0 IUKJIYy. HacTo Mae Micle
asbrepHaitiss 3youss T, 1o BigoOpaskae CTyIiHb
eJIEKTPUYHOT HeCcTablIbHOCTI MiOKap/ia, 3HUKEHHST
nopory GiOpuIAIii MTYHOUKIB.

[Teprri cuMIITOMEI MOKYTh Oy TH Y BUTJISII TIOB-
TOPHUX HaIa/iB 3allaMOpodYeHHsi, abo CHHKOIIE,
[0 CIIOCTEPITAIOThCA 3 PAHHBOTO UTSYOTO BIKY.
Haituacrinie cybcTparom Takux KIIHIYHUX CTAaHIB
O6yBaoTh moJiMOPGhHI MIIYHOYKOBI Taxikapii
(tumy «mipyers») abo emizoau HiOpUAIIil TITY-
HOUKIB.

Mixx HamajgaMu, He3aJIeKHO BiJl HasIBHOCTI
B aHaMHe3l CUHKOIIe, OyBalOTh TaKi CKapru, sk
3aIlaMOpPOYEHHS, FOJI0BHMIT Oijb, cepiieduTTs abo
6inp y cepmi, nmopymenns cuy. dmag CIIT QT
XapaKTePHI NePeJICUHKONANIbHI CTAaHU Y BUTJISAII
HaIaJiB panToBoi cJabKOCTI, IOTEMHIHHS B 0YaXx,
cepreOuTTs i BiUyTTs BA)KKOCTI 3a TPYAHUHOIO,
BiIUyTTsl cTpaxy i TpuBoru. Brpara cBijoMOCTI
IHKOJTM TIOYMHAETHCS 3 PI3KOTO KPUKY. AYCKYJIb-
TaTUBHO BUCJIYXOBYIOTHCSI HEPETYJISIPHI ceplieBi
CKOPOYEHHS, pi3Ke TPUTIYIIEHHS CepIeBuX
TOHIB, nocaabenns ix. CUHKOIE MOKe MUHYTH
CaMOCTIHHO, TOJAl CBiZOMICTH IIBUIKO BiJHO-
BJIIOETHCS, aHAMHECTUUHUX PO3Ja/liB He CIOCTe-
piraeTbcs. 3a HEMOXKJIUBOCTI CaMOCTIHiHOTO
BITHOBJIEHHS CBIZJIOMOCTi Hamaj TepPexXOoanTh
y Gibpussiiio MJIYyHOYKIB, a TOTIM HacTae
3ynuHKka cepigsi. Tomy npu Takiii apuTmii
HeoOXiIHO TomnepeauTn Hamag abo TPOBECTU
MIBU/IKI JIIKYBaJbHI MaHITyJIAI1i1, 1110 MOKe 3a110-
OIirTH pamToBiil CMepTi.

Excrpeni 3axou npu CIII QT:

1. Henpamuii macaxk cepiis.

2. JluxaHHS <pOT Yy POT».

3. 3a BIJICYyTHOCTI MyJIbCYy — <IIpeKap/liaibHUN
yaap».

4. Jledpiopunsiiss (2 JIK/Kr 3 HACTYITHUM
MOZKJIUBUM 30ibieHHsaM 10 4 [ /Kr).
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5. Turasrii 100% kuchem.

6. Jlimokain npemnapar Iepuioro psiLy
(B/B TIOBIZIBHO HA 5% PO3YUHI TJIIOKO3M B /031
1 Mr/Kr). K110 pUTM HEe BCTAHOBJIIOETHCS, MOKHA
JIOZIATKOBO BBOJAMTHU TIpemniapat KoxHi 5—10 xBu-
JIMH Y TIOJIOBUHHIN /1031 (710 3araIbHOI 103U, 110 He
MepeBUIILYE 3 MT/KT).

7. Axmo gigokain HeeEKTHUBHUU, MOKHA
BUKOPHUCTOBYBATH IIperapaTtu JIpyroro psjay —
operwmiiym (5—10 mr/kr), Kopaapos (5 Mr/Kr B/B
MOBLIBHO Ha 5% PO34mHi TJI0K031) abo B-6s0Ka-
Topu — a"anpuiin (1-2 Mr/Kr).

8. 3a HasBHOCTI Halajy TUILY «IIipyeT» [epeBa-
ry ciin HazaBatu cyiabdary marsio (10% posun-
HY B 7031 25—50 MTr/KT, MaKCUMyM 2 T, IIBUIKO
3a 1—2 XBUJIMHU BBOAMTH, 32 HEOOXiHOCTI uepes
5—10 XBUJIMH MOKHA MOBTOPUTH iH'EKIIITO).

¥Yci npenaparu kiaaciB IA, IC i I (kpim kop-
JlapoHy ) mpoTunokasasxi [1,5,7]!

[TpodinakTuky cuHKOIE i panToBOi CEpIEBOI
cmepTi y aitent 31 cnagkosum CIIT QT npoBoagaTh
3 ypaxyBaHHSM CHeln@iku TPOBOKYIOUNX (haKTo-
piB, 0OMeXyOUN (hisuuHi HaBaHTaKEHHSsT, 0COOJIH-
BO TJIAaBaHHSA TIPU TIEPIIOMY MOJIEKYISPHO-TeHe-
TUYHOMY BapiaHTi CHHIPOMY, Ta KOHTAKTH 3 Pi3KU-
MU 3BYKOBUMHM IIO/IPa3HUKAMU IIPU JAPYTOMY.
Jitam 3 CIII QT1 takoxk pomaroThcst mperapaTu
MAarHiio 3 MEeTOIO TTOKPallleHHs aJlanTallii inTepBay
QT no mipBumenns YCC.

AOGCOTIOTHUM TTOKA3aHHIM 10 TIPU3HAYEHHS
AHTUAPUTMIYHOI Teparii y [iTeid 31 CHajKOBUM
CIIT QT € HagBHiCTH HANA/iB BTPATH CBIZIOMOCTI,
NoBxkMHA KopuroBaHoro iHtepBanmy QT na EKT
criokoio moHazx 500 Mc, HasgBHICTH MyTalliii, aco1ri-
HOBaHUX 3 BAKKKUM 11€pebiroM 3aXBopioBaHHs, b0
Gispiie ojiHiel MyTarii B OXHOMY YU KiJIBKOX
TeHax, 1o BiamoBimaioTh 3a po3sutok CIII QT
(Bkovatoun cungapoMm [Ixxepsenna—Jlanre—
Hisbcena), 3HMKEHHS TTOKA3HUKIB BapiabesnbHO-
CTi cepIIeBOro PUTMY Ha TJIi HOPMAJIbHOI /17151 IaHO-
ro Biky UYCC abo Opaamkapiii, 4oJoBiya craTh
(g CIII QT1) y moeanansi i3 CMHIPOMOM pari-
TOBO1 CMePTi Y pojinyiB /10 40 pokiB; skiHOUYa CTATh
(mpu CIII QT2) i CIIT QTS3.

Bubip anTMapuTMmiuHOro mpemnapary i #oro
JI031 Ma€ 3aJIe;KaTh BiJl TUILY YPaKeHOTO ceplieBo-
ro ionHoro kanaiuy. /litam 3 CIIT QT1 npusnaua-
10Th B-6J10KaTOpy IIPOJOHTOBaHOI il y 10060Biii
no3i 1,5-2 wmr/kr. Y piteir 3 CIII QT3 min-
BUINEHHS e(heKTUBHOCTI I0CATA0Th MPU3HAYEH-
HsiM B-6J10KaTOpiB i 610KATOPa HATPIEBUX KaHAJIB
— MeKCcHITHHY abo ajuromininy [7].

Kpurepiem edextuBHOCTI Teparnii € BiJCyT-
HICTh PEIUINBIB HAMAJiB BTPATU CBiJJOMOCTI, 3HU-
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JKEHHSI TIPOSIBIB eJIEKTPUIHOT HECTaO1IbHOCTI Mio-
kapaa (3mentiends: QTe, SHUKHEHHS ajbTepHAIlil
3y6Ous T, MIJIyHOYKOBMX apuTMiiil) i IMifBUIIEHHS
MOKA3HUKIB BapiabebHOCTI CEPIIEBOTO PUTMY.

[Toxkazanngamu 10 iMIITaHTAIll KapaioBepTepa-
nedibpuasTopa y miteir 3i cmagkosum CIII QT
€ PeIuIUBUA CUHKOIIE TaIliEHTa TIPHW ajleKBaTHII
Teparrii, ifleHTU(}IKAIiS MyTalliid, acoiioBaHUX
i3 BakKMM TepebiroM 3axBOpIOBaHHS (CHHIPOM
[lxepen—Jlanre—Hinbcena), CIII QT3 3a nasgs-
HOCTI y CiM'i BUIIQJIKIB PalITOBOI cepleBoi cMepTi
y Bitti 10 40 poxis [7,8].

Hasooumo xniniunuii eunadox. Ilix Hammm cro-
cTepeskeHHsIM TepebyBa€e IUTUHA 5 POKIB 13 CHH-
npomoM [IxxepBen—Jlanre—Hinbcena. /liBunnka
BijI T1€pIIIO] BariTHOCTI, 1110 nepebirasa 6e3 ycKJa-
HeHb, HApOJKeHa B TepMiHi Tecrtaitii 39 TWKHIB
3 Macoio tiza pu Hapomkenti 3300 r. [Tosoru Ge3
yCKJIa/IHeHb. Y Bimi 1 p. 3 Mic. BUHUKJIA 1Ti/103pa
1010 HAgBHOCTI HEWPOCEHCOPHOI TJIyXOTHU
y qutiay. J{iarnos 6yJio miarsepaskeHo B IncTury-
Ti otonapunrosorii imeni npod. O.C. Kosomiii-
yenka HAMH VYxpainu (Kwuis), 3ampononoBano
omepaillifo 3 iMIJIaHTaIlli CJIYXOBOTO arapary
IHTpakpaHiasbHo. Matu B 1epioj MiAATOTOBKHU
JIUTUHU /IO Ofepallii 3BepHyJacsd /0 Kap/iosora,
iy murunum 6y:io Buepiie BusisieHo CITT QT, peko-
MEHI0BaHO 06CTeKeHHsI GaThKIB Ta KOHCYJIbTAI[iIO
y TeHETHKA.

JInTrHYy B3sAMM Ha OMEpaIiio 3i CIYXOTpoTe-
3yBaHHsI, 1 JIesiKnii yac OaTbKKM He 3BEPTANCS JI0
gikapiB. Y 2016 p. autnHa 3axBopijia Ha 0O6CTPYK-
TUBHUN OPOHXIT, 3 TPUBO/LY YOTO OYJIO TIPOBEIEHO
o0CTeKeHHsI, 1 3HOBY J[iBUMHKA ITOTPAInIa 10 Kap-
miosiora. I{poro pasy 6aTbKy MOCTaBUINCS 3 OijIb-
00 yBArow 0 TPobJeMHd, TOMY 10 Y AUTHHH
BIEpIle BUHWUK €I1i30/1 BTPATH CBiJIOMOCTI.
Byso Bctanosieno giarnos «Cungpom /Ixepsen—
Jlanre—Hisnbcena, Tuil 2, perecuBHUM TUIT yCTIa/l-
KyBaHHs». [luTrni Oysi0 npusHadeHo B-6j0karo-
pu i npemnaparu MarHilo i HampasjeHo B LleHTp
AUTS4Y01 Kapmaiomorii Ta kKapaioxipyprii MO3
Ykpainn (M. KuiB) ans Bepudikaritii piarHosy
1 BUPIIIIeHHS TUTAHHS MTPO HAraJbHICTh MOCTAHOB-
K1 KapaioBeprepa-zaedibpuisitopa. [iarHos 0yJio
nigreepakero. IIpu obcTekeHHi B KIIHIYHUX
i 6GIOXIMIYHMX MOKA3HMKAX MATOJOTIYHUX 3MiH He
BusiBneno. EKI: putm cunycoBwii, peryisipHuii,
YCC 38/x8, cQT 520—-544 mc. ExoKT: K/1O 50 mu,
KAI 76 mu/m? 3CJIII 6 mwm, MIIIII 6 wmwm,
JIIT 20 MM, ckopoTiWBa 3[aTHICTh MiOKap/a
no6pa, DB 65%. Ha MK — V0,9 m/c, na TK mini-
MaJIbHUI 3BOPOTHUI TOTIK, Aiametp Ao 12/18/14
MM, Ap AK 6 mm Hg, miamerp KJIA 18 wmwm,
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Ap KJIA 5 mm Hg, Ap Ao cniasinoi yacTiau 7 mm
Hg. BucHOBOK: MOpPOKHWUHU cepiisl He 3MiHeH,
(bynkmia wmamaniB He mopyiiena. KpoBoTik
y 4epeBHINl aopTi myJabcyiouuit NaHUX
3a CoAo HeMmae.

Jlutuni Gysia IpoBe/ieHa OTepartist 3 iMILTaHTa-
mii engokapzaiaabHoro EKC-AAIR. Tloctomnepa-
IIiTHWIT CTaH MAIliEHTKY 33/I0BIIbHUI, 63 yCKIIa-
Henb. IIpu mosepuenni momomy UCC 115/xs,
QTc 434 mc. PekomeH10BaHO MPOOBKUTHU TIPU-
itom ananpuiiny 0,5 Mr/Kkr 4 p/I 3 MOHITOPUHTOM
EKT omun pa3 na micsip y repiiti 3 Mic. micJis ore-
pairii, a TOTiM OJIUH pa3 Ha 3 Mic. Ta IPU BUHUK-
HEHHi CKapr.

Cran JUTUHU TIPOTSATOM YCHOTO IEpPiojy
CIIOCTEPE;KEHHS 3aJUIIAETHCSI HOPMAJIbHUM, pery-

JITEPATYPA

JISPHO BUKOHYETHCS XOITEP-MOHITOPUHT 3 KOPEK-
i€t 1031 B-610KaTOPIB i TepeBeIeHHsIM Ha TIPO-
jonroBaHi ix (opmu. Dizuunuii Ta NCUXIYHUI
PO3BUTOK JAUTUHU BiAITIOBI/Ia€ BIKOBUM BUMOTaM,
JI0 TeTepilHuboro yacy He 3adikcoBaHO HAMAIIB
cunkone, mokazunkn EKI i kopuroBanoro inrep-
Bay QT y mexkax 450—-490 mc.

Takum urHOM, y TPaKTHUIl TIeliaTpa MOXKYThb
sycrpitucst CIIT QT. O6isHanicTs JikapiB, cBOE-
yacHa JliarHOCTHKa, 30KpeMa TmpoBesnennst EKT,
Ta ajleKkBaTHa Tepallisi, BUBUEHHS CIMEITHOTO aHaM-
He3y, a TAKOXK CIIOCTEPEKEHHS 32 IMTUHOIO JI03BO-
JISITh 3a1T00ITTH BaKKUM apUTMOI€HHUM CTaHaM Ta
30€eperTu KUTTsI TAKUM TTaI[iEHTaM.
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