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MeToto po6oTu 6yno: 03HanOMUTK NiKapiB i3 PiKICHUMY BPOLKEHVUMU CUHAPOMAMU, L0 MOXKYTb NPU3BECTY 40 3arpO3NMBUX LIS KUTTS apUTMIlA (TUny «ipy-
eT», (Di6pUNALIA LWNYHOYKIB) Ta CUHAPOMY PANTOBOI CMePTi; 3anNpONOHyBaTW ANrOPUTM MiKyBaHHS: i 3an06iraHHs (hatanbHUM HAcRigKaM Y LNX NaLieHTIB.

Y cTaTTi po3rnAfaeTheca piaKicHa reHeTUYHO 3yMOBMeHa natonoris — cuHapom [hkepsen—JlaHre—HinbceHa, o HanexuTb 40 rpynu «KaHanonartin», npo-
ABNAE ce6e 9K CUHAPOM NoJ0BXeHoro iHTepsany QT i HEPOCEHCOPHO rYXO0TOK. HaBefieHo KNiHi4HE CNOCTEPEXEHHS AAHOTO CUHAPOMY Y AUTUHU. TakoxX
ONUCaHI iHLLi BapiaHTV BPOMKEHUX CUHAPOMIB NoA0BXeHOro QT, MexaHi3mu iX po3BUTKY, FTEHETUYHI BapiaHTK i NOKYCHW, L0 3yMOBAIOIOTb Pi3Hi TUMIU CUHAPO-
MiB, KNTiHI4YHi XapakTepucTuku, TMnosi 3miHn EKI, kputepii giarHOCTUKM Ta CUMATOMMW «TPUBOTW», L0 3060B'A3YI0Tb MPOBECTM LinecnpsimMoBaHe 06CTEXEHHS
nauieHTiB. BUCBITNEHI NUTaHHA HAAAHHA HEBIAKNAAHOT AONOMOTrY | JOBrOCTPOKOBOI 3an06iXHOI Teparnii.

KnroyoBi cnosa: cuHapom nofoexeHoro iHtepsany QT, curapom xepsen—Ilanre—Hinbcera, kaHanonarii, CMHAPOM 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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CuHppom yanuHeHHOro nirtepeana QT B npakTuke Bpa4yen-neanaTpoB
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Llenb: 03HaKOMUTb Bpayeil C PeAKIMU BPOXKAEHHBIMU CUHAPOMAMK, KOTOPbIE MOFYT MPUBECTY K XKWU3HEYTPOXKAIOLLMM apUTMUSIM (TUMA «MUpPYeT», (oubpunns-
LSl XKENYA0YKOB) M CUHAPOMY BHE3AMHOM CMEPTIA; NPEANOXUTb aNrOpUTM SIe4eHUs 1 NPedoTBpaLLeHIst (daTanbHbIX NOCNEACTBUIA Y 3TX NALUEHTOB.

B cTaTbe paccmMoTpeHa peakasi reHeTUYecky AeTePMUHNPOBAHHAS NaToNors — CUHAPOM [hkepeen—IlaHre—HunbceHa, 0THOCALAsCA K rpynne «kaHanona-
TUii», KOTOPbIA NPOSIBASGTCS CUHAPOMOM YANUHeHHoro QT U HeiipOCeHCOPHOIA TYroyxocTblo. MPpUBEAEHO KIMHUYECKOe HAGMOeHe JaHHOr0 CUHAPOMA
y pebeHka. TakKe OnucaHbl Apyrve BapuaHTbl BPOX/AEGHHbIX CUHAPOMOB yANuUHEHHOro QT, MeXaHu3Mbl X PA3BUTUS, TEHETUHECKNE BAPUAHTBI W NOKYChI,
OTBETCTBEHHbIE 3 Pa3Hble TUMbI CUHAPOMOB, KJIMHUYECKIE XapaKTEPUCTUKIA, TUIUYHbIE N3MeHeHWst AKT, KpUTEPUM ANATHOCTUKI N CUMMTOMbI <TPEBOTU»,
06513bIBaIOLLME NPOBECTY LieSIeHANPaBeHHOe 06CNe0BaHNe NauneHToB. OCBELLeHbl BOMPOCH! 0Ka3aHUsi HEOTTIOKHO MOMOLLM U JONIFOCPOYHON NPEBEHTHB-

HOW Tepanuu.

KnioueBble ¢noBa: cuHapom yanuHeHHoro uHtepeana QT, cuiapom hxepsen—JlaHre—HunbceHa, kaHanonatiy, CUHAPOM BHE3AMHO CMEpTH.

WHAPOM TOM0BKeHOTO iHTepBamry QT
(CIII QT) — 1e xappioHeHpornaris, 110
IIOB's13aHa 3 BUCOKUM PU3MKOM PaliTOBOI CMEPTi.

Ha cphorogni po3rsisaaioTh /B TOJOBHI MPU-
YUHU BPOKEHUX MIJIYHOYKOBUX IMOPYIIEHb
PUTMY CepIld: TaK 3BaHy «II€PBUHHY €JTeKTPUUHY
xBOpoOy cepipst» (primary electric heart disease),
sIKa BUSIBJIIETHCS B 0CiO 6e3 JKOJHWX O3HaK
OpraHiuyHOI MAaTOJIOTII CepIeBO-CYIMHHOI CH-
CTeMU, Ta BPOJKeHI CTPYKTYPHI aHOMAaJil cepiid
[6,8,9,11].

T'o10BHOIO IPUYKMHOIO '€HETUYHO JleTePMiHO-
BaHMUX IIJIYHOYKOBUX apUTMIill NpU TEPBUHHIN
eJIEKTPUYHIiT XBOPOOi cepiist € aucdyHKIIis i0H-
HUX KaHAJiB 1 HACOCIB, SKi BiZIIrPalOTh BaXKJIUBY
POJIb y Tpollecax JAenoadpu3allii i pernoJisspusaitii.
[Mopymenns GyHKIT iOHHUX KaHAIIB MOXKe OyTH
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00YMOBJIEHO MYTAIli€l0 B T€HAX TOJIOBHUX MTOPO-
TBIPHUX O-CYOOAMHUIb, JOJATKOBUX CTPYKTYP,
0 BUKOHYIOTh PETYJSAIII0 iXHIX (QYyHKIIH,
61/IKiB-TIEPEHOCHMKIB, HEOOXIAHUX JJIsI TPaHC-
HOPTYBaHHS MOJIEKYJI, & TAKOK OJIaTKOBUX OiJI-
KiB, 1[0 € MocepeHUKaMKu <«BOY/IOBYBaHHS»
MOJIEKYJT y Oiosoriuni MemOpaHu i B3aeMoii
3 KJIITUHHUMM cTpyKTypamu. Ili marosoriuni
CTaHU Tile Ha3WBaOTh Kanaymonatisimu (channelo-
pathies) [1,2,5-8,10,11].

[Tpu CIII QT cnocrepiraetbes AuchyHKILSA
IOHHUX KaHaJiB i HACOCIB, a Il¢ TPU3BOIUTDL 10
MOIOBKeHHsT (pa3u pemnossApu3aliii KapaioMionm-
TiB [2,3,8,11].

Y rtabs. 1 mokasaHo reHeTHYHY KJIacupikaiiio
CIII QT: Bkazani reHu, MyTallii B SKMX BUSIBJISIOTh
IIPU BIJIMOBIIHUX THUTIaX 3axBopioBanus [3,9,10].
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Tabnuys 1
MonekynsipHO-reHeTU4Hi TMNM cNagkoBOro CUHAPOMY NOAOBXEHOro iHTepBany QT
Tun MyTaHTHMIA KopogaHwii 3MiHuM iOHHUX
deHoTun Tun CNIQT | ycnapky- T AC -
M reH 6inok KaHanie
BaHHA
CuHapom [xepeer— LQT-JLN1 AP KCNQ1 0-Cy60aMHMLIA KanieBoro kaHany Kv7.1 3HUXKeEHHS I
Naxre—Hinecexa LQT-JLN2 | AP KCNEH1 B-cy6onvnnLA kaniesoro kaHany Kv7.1 SHKeHHslk
LQT1 Al KCNQ1 o-CcyboanHMUA Kaniesoro kaHany Kv7.1 SHKEHHS Ik
LQT2 Al KCNH2 0-Cy60aMHMLA Kaniesoro kaHany Kvi1.1 SHWXeHHs lk
CvHgpom PomaHo— LQT3 AL SCN5A o-cyboamnHMLa HaTpiesoro kaHany Navi.5 MocunenHs Ina
Yoppa LQT4 Al ANK2 AHKnpyH B 3HuxeHHs IK i INa
LQT5 vl KCNE1 | MinK-B-cyboguHuua kaniesoro kaHany Kv7.1 3HWXeHHs Ik
LQT6 Al KCNE2 | MiRP1-B-cy6oanHunua kaniesoro kanany Kv7.1 3HWXKeHHs I
?:;ﬁzw Anpepcera— LQT7 Al KCNJ2 0-Cy6oanHMLA Kaniesoro kaHany Kir2.1 SHMXKEHHS |k
CwvHgpom Timori LQT8 AP CACNA1c | a-cyboamHnusa kanbuiesoro kaHany L-Cav1.2 | TMocunexHs Ica

IIpumimra: AJl — ayTocoMHO-7IOMiHaHTHIIT, AP — ayTOCOMHO-peleCnBHHUIL.

Tabnuys 2
KniHiyHa xapakTepucTmka OCHOBHUX TUMIB CNaAKOBOro CUHAPOMY NOAOBXEHOro iHTepeany QT
XapakTtepucTtuka cniaTt1 cniQaT2 cniat3
MyTaHTHWIA reH KCNQ1 KCNH2 SCN5A
3MiHU iOHHOTO TOKY SHVKEHHS l« BHMKEHHS Ik MocunexHs INa
. . . MopoBxeHni
nogv? 23:328;;%?“83?5?%”" LLnpoka cumetpuyHa xsunsa T Hmsﬁggxzjgﬂgyf;mﬁ:”? i, ia%ee%g.ﬂmg}m

®akTopMu, LLIO NPOBOKYHTH

BUHWKHeHHs TdP* EMOLLINHWIA cTpec

®i3n4He HaBaHTaXEHHS,

Pi3Kni ry4Huit 3BYK, EMOLLINHWIA
CTpec (nepensk), pi3kuii ctapT
i3NYHOrO HaBaHTaXKEHHS

Bpagikapgisi (CoH)

Ounamika QTe Npu HaBaHTaXeHHi Mopoexexe CkopoueHe (HopmarbHa auHamika) | 3Ha4He CKOPOYeHHs!

EdbekTuBHicTb Tepanii B-6nokaropamu Bucoka (6inbLue 80%) MomipHa (6ins 50%) Hun3abka
nHamika QTc Npy NPU3HaYeHHi

A QTe npu np Hemae Hemae CKOpOYEHHS

AAIT™ 1 knacy

Ipumimxu: *TdP — Torsade de pointes, **AAIl — anTuapuT™midHi penapaTy.

Y 1957 p. dxepsed, Jlanre i Hinbcon onmcasn
CUH/IPOM, KM XapaKTepU3Y€ETbCS BPOJKEHOIO
[JIyXOTOIO 3 HamalaMu cunakone, 3Midamu Ha EKT
y BUTJISI/II 3HAUHOTO TIO/I0BXKeHH iHTepBany QT i
panToBoi cmepti. Y 1964 p. Pomano ta Yopz onu-
CaJlW aHAJOTIYHWIT CUHIPOM, ajie 0Oe3 TIyXOTH.
Tomy Bumingiors gaexinbka hopm CIIT QT:

e cunjgpom Pomano—Yopja — ayTocOMHO-/10-

MIiHAHTHUU TUIT yCIIa/IKyBaHHS;
e cunapom JIxepsena—Jlanre—Hinbcona —
AyTOCOMHO-PEIeCUBHUI THTI YCIAJKyBaHHS;
e cunzapom Amngepcena—Tasinma (Andersen—
Tawil) i curapom Timoti (Timothy).

Haii6inbin posnosciopkena popMa 3aXBOPIOBaH-
HSI 3 AQyTOCOMHO-/IOMIHAHTHUM THUIIOM YCIIQJIKyBaH-
Hs1 — cuHapoM PomaHo—Yopaa, XapakTepHUM KJli-
HIYHUM TIPOSIBOM SIKOTO € TIOJIOBKEHHS iHTepBaTy
QT, pettemBHI CHHKOTIA/TbHI CTaHW, 3yMOBJIEHI TIOJTi-
MopdHOIO TTyHOUKOBOMO Taxikapieto (IIIT) tumy
«ripyer». Binbimicts (90%) ycix BUTIAIKIB CHH/IPO-
My Pomano—Yopna — me Bapiantu CIII QT1,
CIII QT2, CIIT QT3 rwumis (tabum. 2) [4,6,9].
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3HAYHO Pijiliie 3yCTPIiYaEeThCsl Ay TOCOMHO-pele-
cuBHa (opMma 3axBoploBaHHS — cuHApoM /[[xxep-
Ben—Jlanre—Hinbcena, sikomy mpuTtaManHi Bpo-
JUKeHa HellpoceHcopHa TJIyX0Ta, BUPa3Hillie MoI0B-
kennd intepsany QT i wacrimn 3arpossmsi s
JKUTTSI MIJTHOYKOBI apUTMil. 3aXBOPIOBAHHS OOYMOB-
gene mytamissmu B reHax KCNQ1 a6o KCNE2,
[0 KOAYIOTh TOJIOBHY 1 JOJaTKOBY CYyOOAMHUIL
MOTEHITIAM-3aIeKHUX KaylieBux kKaHamiB Kv7.1 i
MIPU3BOIATH /10 3HMKeHHs cuiu Toky [Ks [3,8,9,11].

Cungpom Amnnepcena—TaBima — piakicna
dopma 3axBoproBaHHS, TIPU SIKIll TTOMOBKEHHS
intepBany QT cynpoBoIKYy€E€TbCSI BUHUKHEHHSIM
xsuiti U, mapokcusMamu gK T0JIMOP(HOT TLTy-
HoukoBOI Taxikapii Tuy TdP, tak i qBoHamnpasJie-
HOI NIJIYHOYKOBOI Taxikapaii. Tuiosi Taki ekcrpa-
KapliaJbHi MPOSBU 3aXBOPIOBAHHH, K aHOMAJIil
PO3BUTKY KICTKOBOI cuctemMu (HU3bBKUN 3PicT,
MIKPOTHATIs, TillePTe0PU3M, HU3bKe TTOJIOKEHHS
BYIITHUX PAKOBUH, CKOJII03, KITMHOAAKTUJIS ), TiTIO-
KaJlieMid 1 mepiofAnYHuil Kasiii3aneskHuil mapasiiy,
M0 crocTepiraioTbcd B ycix xBopux. Cunapom
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Tabruys 3
AiarHOCTUYHI KpUTepii cnagkoBoro cuHapomy nogoexeHoro QT (3i amiHamu 2006 p.)
Kpurepiii Ban

EnekTpokapgiorpadiuHi Kputepii
QTc>480 mc 3
QTc 460-470 mc 2
QTc 450-459 mc (y YonogikiB) 1
3apeecTpoBaHa Taxikapgis Tiny «nipyet» 2
AnbtepHauis xsuni T 1
HassHicTb 3a3y6nuH Ha xBuni T v Il BigBefeHHi 1
YCC Hmxya 3a BikoBy 0,5
KniHi4yHi NposiBM 3aXBOPIOBaHHS:

3anaMopOoYeHHs, CNPOBOKOBaHI (Di3NYHUM HaBaHTaXEHHAM abo eMOLINHIM CTPecoM 2

BTpara CBifOMOCTi y CrOKOi 1

BPOZPKEHA TYroByXiCTb 0,5
CimeliHuin aHaMHes:

HasiBHICTb AiarHoctoBaHoro Cll QT y uneHa cim'i 1

panTtoBa cMepTb Y ciM'i XBoporo Y Bili <30 pokis 0,5

Annepcena—TaBia — 3aXBOPIOBaHHS 3 AyTOCOM-
HO-JIOMiHAHTHUM THUTIOM YCTHaJKyBaHHS, XOdYa
CIMeHUIT XapaKTep 3aXBOPIOBAHHS TTPOCTEKYETh-
s He 3aB’K/1, 3BaXKAI0UM HA TPYAHOIII /[IarHOCTH-
Ku, HecenuGiuHi KIHIYHI TPOSIBU 3aXBOPIOBAH-
HS 1 HEIOBHY IEHEeTPAHTHICTb MYTAaHTHUX TeHiB.
Jlo 50% ycix BUMaaKiB 3aXBOPIOBaHHS 00yMOBJIE-
Hi MyTartiieto de novo [9].

Cunzapom TimoTi — ayske pinkicHa dhopma
CIIT QT, o cynpoBOKYETHCSI 3HAYHUM PU3H-
KOM pariToBOi CEPIEBO-CYIMHHOI CMePTi (cepeiHs
TpUBaIicTh KUTTS 2,5 poku). [lo 60% xBOopux
MalOTh PIi3HI BPOJKEHI Baau cepiist (BIAKPUTY
aprepiasibny mpoToky, Terpaxy @Daso, Biakpute
OBaJIbHE BIKHO 1 JleheKTH MiKILTYHOYKOBOI 1epe-
TUHKW) Ta Pi3HI MOPYIIEHHS TPOBIIHOCTI (Xapax-
TepHi TUMYAcoBi i moctiitHi hopmu AB-60kanu 11
CTyINeHSI 3 TPOBENEHHAM Ha NLTyHouknm 2:1).
Cepen excTpakapaiaJbHUX IPOSIBIB  MOXKYTh
3yCcTpiuaTtucsl KOTHITUBHI TMOpYIIeHHsT (3aTpUMKa
MICUXOMOTOPHOTO PO3BUTKY, ayTHU3M), TillOTJIiKe-
Mist, iMyHOzedinuTH, aHoMasii ob6auyus (3rja-
JIDKEHICTh HOCOTYOHOI CKJIAJIKK, HU3bKEe PO3Tallly-
BaHHSI BYITHUX PAKOBHMH), a TAKOK 4acTKOBa abo
noBHa cuHAakTuiisg. Cunapom Timorti yenaakosy-
€TBCS 32 AyTOCOMHO-IOMiHAHTHUM THUIIOM, OJTHAK
OIJIBIIICTD BUITAJKIB 3aXBOPIOBAHHS 00YMOBJIEHI
MyTaitieto de novo [9,11].

[epmi cumnromu nipu Beix tunax CIII QT —
11e, HaifyacTile, MOBTOPHI HAIIa/IA 3aTTaMOPOYEHHS,
a00 CHHKOIIE, TII0 MOKYTb 3'SIBJISITUCS 3 PAHHBOTO
BiKy. [lepeBaskHO MatOTh Miciie osiMopdHi TLTy-
HOUKOBI Taxikapaii (Harnpursaz, T Tuny «imipy-
er») abo ¢ibpusiis nuryHoukis. ITpoBOKyIOTH
apUTMIYHI CcTaHU eMolliiiHe 30ymKeHHs (mepe-

88

ngK), ¢isuyda akTuBHicTh (6ir, IIaBaHHS —
CMEPTb Yy BOJi 3ycTpiuaerbhcsi y 57% miTeit
3 CIIT QT), yacto CynpoBOKYIOTHCS TIOSIBOIO
cynom [5,7,9].

CuHKoOnaIbHI CTAaHU TIPU 1IbOMY 3aXBOPIOBAHHI
KJIIHIYHO Ba)KKO BIJIPI3HUTH BiJl €NJIENITUYHOTIO
Hamaay, TOMY IO Y JiTeH ITi/l yac Hamaay MOKYTh
3'BJIATUCS TOHIYHI CYZIOMU, MUMOBILJIBbHI CEYOBU-
nmyckaHHs, a iHoai W pmedexarnis. Kpim Toro,
MoxkJUBI 3MiHK Ha EET y BUTIA/i TapoKkcu3Madib-
HOI MATOJIOTIYHOI AKTUBHOCTI, 10 Ie OiJibIile
yCKJAAHIOE  nudepeHIiaTbHy  JAIarHOCTUKY
CIIT QT 3 emiseniciero (ToMy 3a HAABHOCTI Y TUTH-
HU cy/10M 060B's13k0Be mipoBenennst EKI).

Kpwurepii, 110 BUKOPUCTOBYIOThCS [IJid Jliar-
Hoctuku cnajkoBoro CIIT QT, sampomnonoBani
J.P. Schwartz, naBezeni y Tab6u. 3 [9].

Cmanxosuit CIII QT miarmoctyioTs y pasi,
SIKIO cyMa OajiiB CTAaHOBUTH >3,5 3a HASIBHOCTI
MiITBEP/UKEHHST  MOJIEKYJISIPHO-T€HETUYHUMHU
MeTOo/laMU MYyTallil, 1110 IIPU3BeJIa /10 OI0BKEeHHS
intepBany QT, gaxmo nosropua EKI peectpye
nosokerHss QTc>600 mc 3a BificyTHOCTI iHIINAX
MIPUYMH, 110 TIPOBOKYIOTh BUHUKHEHHS ITO/I0OBKEH-
Ha iHTepBasy. /liarno3 cmagkosoro CIII QT
TaKOK MOKe OyTH BUCTaBJIEHUN MIPH MTOIOBKEHHI
intepBary QTc 10 480—499 mc y naItieHTiB i3 cuH-
KOIAJIbHUMM CTaHAMU HEe3PO3YMIJIOTO MOXO/XKEeH-
HS 3a BIZICYTHOCTI TEHETUYHOI MyTallil Ta iHITUX
MpUYMH oI0BKeHHs iHTepBary QT.

Metoan MOJIEKyJISPHO-TEHETUYHOI /1IarHOCTH -
KU MalTh BejiMKe 3HayeHHd B aiarHoctuiti CIII
QT ta Bu3Hauenns nporHosy xsopux. [Ipu mpose-
JIeHH1 KOMIIJIEKCHUX TeHeTUYHUX aHaJIi31B MyTallil
3HAXOJATh MPUOIU3HO Y 75% XBOPUX, TOMY HeTra-
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TUBHUI Pe3yJbTaT TeHEeTUYHOTO aHaJli3y He Jla€
MOKJIMBOCTI moBHicTIO BukaounTu miarnos CIII
QT [4,5,9,10].

[TpoBeeHHSI KOMILJIEKCHOTO FeHeTUYHOTO aHa-
JIi3y BUABJEHHS MOKJIUBUX MYTalliil y reHax
KCNQ1, KCNH2, SCN5A (CIIT QT 1,21 3 tuniB —
HAWTIOMMWPEHImuX (opM 3aXBOPIOBAHHS) PEKO-
MEH/IOBaHE yCIM XBOPUM 3 KJIIHIYHUMU MTPOsIBAMU
CIIT QT, npu oOTsizKeHOMY ciMeitHOMY aHaMHe3i
Ta mojloBkeHHi iHTepBasny QTe, 1o 3apeecTpoBaHi
Ha EKT y crokoi abo mpu mpoBeeHHi TPOBOKa-
HIHHKUX JIarHOCTUYHKUX IIP0o6, a TaKoXK yCiM
naiieHTaM, 0 He MaloTb TUIIOBUX CHUMIITOMIB
CIIT QT, ame nma EKI maroTh mnomoBkeHHS
QTc>500 Mc Ta He BUSIBJIEHI iHIN MOXJIMBI TIpHU-
YUHU TOI0BXKeHHs iHTepBany QT. 3Baxkaiouu Ha
Te, MO TopoBkeHHs iHTepBany QT moxke OyTu
HETOCTIHHUM, y [IaTHOCTUIII Ma€ 3HAYEHHS, SK
nosro nposoauscs 3amc EKT. Tomy nob6ose XoJ-
tep-monitopyBanusi EKI' — wmaiibissmn iHdopma-
TuBHII MeToz, ocobuso pu CITT QT 2-ro Ta 3-
rO THUIIIB, TOMY 1110 Y XBOPUX i3 IIUMU BapiaHTaMu
CUHJIPOMY HaiibiJbliie mogoBskeHHs inTepBany QT
CIIOCTEPIra€ThCs Y HIYHMIT yac a0 MPH IPOBELEH-
Hi IPOBOKAIIHUX TECTiB.

Tabnuys 4
MpenapaTtu, KNiHiYHI CTaHW | 3aXBOPIOBaHHS, L0 aco-
LiloI0TbCH i3 CUHAPOMOM NOAOBXEHOoro iHTepBany QT

AHTMapUTMiYHI Nnpenaparu:

la Knac — XinigvH, Ousonipamig, MpokaiHamig;

I8 Knac — JligokaiH, Mekcunitux;

Ic Knac — ®nekaiHig, MNMponadeHoH (PUTMOHOPM);

Il Knac — Cotanon, KopgapoH, bpetuniym,
AuetunnpokaiHamig, JodeTtunig,

IV Knac — Benpugun

IHWi aHTMapuTMmiku: MinypetMan (Amanin), EHkaiHig

CepueBo-CyauHHI npenapatu: AfpeHaniH,
EbenpuH, KasiHToH

AHTUrictamiHHi npenapatu: Actemison, TepdeHaanH

AHTUMIKPOGHI npenapaTu: EputpomiumH, KnaputpomiuuH,
AsiTpomiumH, CnipomiumH, KningamiuvH, baktpum,
AHTpamiuuH, MeHtamiguH, TponeaHgoMiLyH, 130Hia3ng

AHTUMansapiHi npenapatu: HanodaHTpuH

AHTupenpecaHTu: AmiTpunTunis, HoptpenTunix, Iminpamig,
Hesunipamig, okceniH, Manpotunii, ®eHoTia3wH,
XnopnpomasuH, OnoBokcamiH, KnantpomiumH

Henponentuku: Manonepugon, Xnopanrigpat

AHTaroHict cepoToHiHy: KetaHncepuH, 3imenguH

lactpoeHTeponoriyHi npenapatu: Linsanpig

HiypeTtuku: lHpanamig

MpoTturpnbkosi npenapatu: KetokoHazon, PntokoHason,
ITpakoHazon

IHWi npenapatu: KokaiH, MNpobykon, MNanaBepuH, AGeHO3MH

EneKkTponiTHi nopyLueHHs: rinokaniemis, rinomarHesiemis,
rinokanbuiemis

IHWIi cTaHu: HM3bKOGINKOBA fieTa

3axBOpOBaHHSA: HEPBOBA aHOPEKCIS, IHTpaKpaHianbHi
i cybapaxHoigansHi KpooBunveK, nosHa AB-65okapa,
CuHycoBa 6pafikapgis, MiokapguTu, kapaioMionartii
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Tpeba nam'staTu, 10 OJOBKEHHS IHTEPBAJLY
QT moske OyTH CIIPOBOKOBaHE TPUHOMOM JIESKIX
JAikiB ab0 BUHUKHYTH Ha TJi iHIIUX CTaHiB
(tabm. 4) [7-9].

Haii6inbiny HeGeseKy CTaHOBUTH ITOEIHAHHS
KiJIbKOX (DaKTOPIB PU3UKY BTOPUHHOTO TIOJIOB-
xkennug intepBany QT. Hampukmanx, moemnanvs
aHTUOIOTHKIB, aHTUTICTAMIHHUX 1 IIPOTUTPUOKO-
BUX ITpeTapariB 3HAYHO TiIBUIILYE PU3UK PO3BUT-
Ky 3arpo3juBuX st skuTTs taxiaputmiin. Ha EKT
TaKi CTaHW XapaKTepusyloTbcs mofoBxkeHHsIM QT
na monaza 0,05 ¢ MOPIBHSIHO 3 HOPMOIO ISt TIi€i
YCC (mpu Xoarep-monitopunry mpo 400 mc
Yy HOBOHAPOKeHNX, 10 480 Mc y MiTiTKIB He3a-
agexno Big YCC). Inrepan QT moske 3miHIOBa-
TUCS BiJl MUKy 70 IuKIy. JacTto Mae Micie
azbrepHaiiist 3yoms T, mo BimoOpakae cTyIiHb
eJIEKTPUYHOI HecTabiIbHOCTI MiOKap/ia, 3HUKEHHS
nopory (GibpuIAIii MIyHOUKIB.

[Teprri cuMITOMEI MOKYTH OYTH Y BUTJISI/I TIOB-
TOPHUX HaMa/iB 3allaMOpOYeHHs, ab0 CUHKOIIE,
IO CIIOCTEPIraloThCsl 3 PaHHBOIO JUTSYOTO BIKY.
Haituacrimie cy6cTpatoM TaKMX KJIIHIYHMX CTaHIB
O6yBaioTh MOJIMOP(HI HIIYHOUKOBI Taxikapuii
(Tumy <imipyers») abo enizoau (bibpuasAIii mLTy-
HOUKIB.

Mix Hamazamu, He3aJeKHO BiJ HasIBHOCTI
B aHaMHe3i cuHKoIle, OyBalOTh Taki CKapru, siK
3aIaMOpPOYEHHS, FOJIOBHUIA 61J1b, cepieduTTst abo
6isnb y cepui, mopyments cuy. s CIIT QT
XapakTepHi MepeICUHKONANbHI CTAHU Y BUTJISAL
HaIaAiB PanToBoi cJ1aOKOCTI, IOTEMHIHHS B 0YaX,
ceprebuTTs i BiAYYTTST BaXKKOCTI 32 TPYAHIHOIO,
BifluyTTsl cTpaxy i TpuBoru. Brpara cBiloMOCTI
1HKOJIM TTOYMHAETHCS 3 PI3KOTO KPUKY. AYCKYJIb-
TaTUBHO BUCIYXOBYIOTHCS HePEryJisipHi cepiieBi
CKOPOYEHHS, Pi3Ke TPUTIYIIEHHS CepIeBUX
TOHIB, mocyaberus ix. CUHKOIE MOKe MUHYTH
CaMOCTINHO, TOJl CBIZOMICTH IIBUJKO BIJHO-
BJIIOETHCS, aHAMHECTUYHUX PO3Ja/iB He CIIocTe-
piraerbcsi. 3a HEMOXKJHMBOCTI CaMOCTIHHOTO
Bi/ITHOBJICHHSI CBIJJOMOCTi Hamaj TepexoUTh
y Gi6puisAiio MJIYHOYKIB, a MOTIM HAacTae
3ynuHKa cepisi. ToMmy npu Takiii aputmii
HeoOXiHO TomepeanTn Hamajg abo MPOBECTH
MIBUJIKI JTIKYBaJIbHI MAHIMYJISAIIT, 10 MOXKE 3a110-
6irTH panToBiil CMEPTI.

Excrpeni 3axoau npu CIII QT:

1. Hemmpamuii macaxk cepiis.

2. JluxaHHs «pOT Y POT>.

3. 3a BIICYTHOCTI 1yJIbCy — <IpeKapliaJbHUN
yaap».

4. Jledpiopunsuis (2 JK/Kr 3 HACTYINHUM
MOKJIUBUM 301IbIIeHHSAM 10 4 J[5K /KT).

89



Yntamte Hac Ha cawnTe: http://med-expert.com.ua

5. Taramanii 100% kucuem.

6. Jlimokain npenapar Iepuioro psiiy
(B/B TNOBIIBHO Ha 5% PO3UMHI TJIOKO3U B /1031
1 mMr/kr). AKIO pUTM HE BCTAHOBJIIOETHCS, MOKHA
JIO/IATKOBO BBOJUTH Tiperiapat koxui 5—10 xBu-
JIVH y TIOJIOBUHHIH 1031 (710 3araibHOI /103U, 110 He
MePEBUIYE 3 MT/KT).

7. dxmo minokain HeedeKTMBHUI, MOXKHA
BUKOPUCTOBYBATU TIpPeNapaTt JAPyTroro psity —
opermiiym (5—10 mr/kr), kopaapos (5 Mr/Kr B/B
HOBIJIbHO HA 5% pPO3uuHi T110K031) abo B-Os10Ka-
Topu — ananpuiin (1-2 mr/xr).

8. 3a HAsIBHOCTI HaIA/y TUITY «ITipyeT» TepeBa-
ry cJij HajaBatu cyiabdary marsio (10% pozumu-
Hy B 71031 25—50 MT/Kr, MaKCUMyM 2 T, HIBUIKO
3a 1—2 XBWIMHM BBOAUTH, 32 HEOOXi[HOCTI yepes
5—10 XBUJINH MOKHA TOBTOPUTH iH' €KIIO).

¥Yci npenaparu kaaciB IA, IC i III (kpim kop-
JapoHy) nporunokasasxi [1,5,7]!

[IpodimakTuky cwHKOIE i panToBOi CepIEBOl
cmepti y mitett 3i cnagkoBum CIIT QT nposoasaTh
3 ypaxyBaHHsIM crielin(iky TPOBOKYIOUNX (hakTo-
piB, 0OMesKyt0un (Pi3UYHI HaBaHTAKEHHSI, 0COOJIH-
BO TIJIaBaHHS TIPU TIEPIIOMY MOJIEKYJISIPHO-TeHe-
TUYHOMY BapiaHTi CHHIPOMY, Ta KOHTAKTU 3 Pi3KU-
MU 3BYKOBUMH TIOJIPAa3HUKAMU TIPU JIPYTOMY.
Hitam 3 CIII QT1 takoxk poparoThes mpernapaTu
Martiio 3 MeTOIO MTOKPAIeHHS aflalTallil iHTepBary
QT mo migsummennst YCC.

AGCOMOTHUM TIOKAa3aHHIM [0 TPU3HAYEHHS
AHTUAPUTMIYHOI Tepamii y [iTeil 31 cHajKoBUM
CIII QT € nagBHicTh HAIAJ[iB BTPATH CBiZIOMOCTI,
nosxuHa kKopurosanoro intepBany QT na EKT
criokoio onazx 500 Mc, HasiBHICTH MyTalliii, acolfi-
HOBaHMX 3 BAKKUM TepebiroM 3aXBOpIOBaHHs, a0
Gisble oxHiel MyTalii B OZHOMY 4YM KiJbKOX
reHax, 1o BianosizaioTh 3a po3sutok CIII QT
(Bxmouatoun cuHApoM /[[xepBemna—Jlanre—
Hisbcena), 3HMKEHHsT TIOKa3HUKIB BapiaberbHO-
CTi CepIeBOro pUTMY Ha TJIi HOPMAJIbHOI /1715 IaHO-
ro Biky UCC a6o Gpamukap/ii, 4oJoBiya crarhb
(nns CIIT QT1) y moeaHanHi i3 CHHIPOMOM pari-
TOBO1 cMePTi y po/inyiB /10 40 pokiB; kiHOUYa CTATh
(mpum CIIT QT2) i CIII QT3.

Bubip anTtmaputmivHOro mpemapary i #oro
JI031 Ma€ 3aJIe;KaTh BiJl TUILY yPasKeHOTro ceplieBo-
ro ionnoro kanaiy. Jlitam 3 CIII QT1 npusnaua-
10Th B-06JI0KaTOpPH MPOJIOHTOBaHOI /il y 1000Bii
nosi 1,5-2 wmr/kr. Y piteir 3 CIII QT3 mix-
BUTIEHHA e(eKTUBHOCTI OCATAOTh MPU3HAYEH-
HsM -010KaTOPiB i OI0KATOPA HATPIEBUX KAaHAJIIB
— MeKCHJIiTHHY abo ajtomininy [7].

Kputepiem edexkTtuBHOCTI Teparnii € BiJCyT-
HICTb PEIUINBIB HAIA/liB BTPATU CBiJJOMOCTI, 3HU-
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JKEHHSI TIPOSIBIB €JIEKTPUYHOI HECTaOLIbHOCTI Mio-
kapaa (3mentrendst QTec, 3SHUKHEHHS aJbTepHAIlii
3ybist T, MIJIyHOYKOBMX apuTMiit) i TiBUIIIEHHS
MOKa3HWKIB BapiabeIbHOCTI CEPIIEBOTO PUTMY.

[Toxazanuamu 10 iMILIaHTAaIlll KapaioBepTepa-
nedibpussitopa y miteit 3i cmagkosum CIIT QT
€ pelMJIMBUA CUHKOIIEe TalliEHTa MpU ajleKBaTHIN
Teparii, imeHTHdiKaIisg MyTalliif, acomiioBaHUX
i3 BakKMM T1epebiroM 3axBOPIOBaHHS (CHHIPOM
[lxxepBen—Jlanre—Hinbcena), CIIT QT3 3a nass-
HOCTI y CiM'l BUIIQ/IKIB PaIriTOBOI CepIeBOi CMePTi
y Biti 10 40 poxkis [7,8].

Hasodumo xniniunuii sunadox. Ilig nammm cro-
cTepeskeHHsIM repe0yBae ANTHHA 5 POKIB i3 CHH-
npomoM [Ixxepen—Jlanre—Hinbcena. /liBumHka
BiJI TIep1II0i BariTHOCTI, 1110 nepebirasa 6e3 yckiiaj-
HeHb, HApPOJI)KeHa B TepMiHi Tecrailii 39 TUXKHIB
3 Macoro tisia ipu Hapokenti 3300 r. TTostoru Ge3
yCKIasiHeHb, Y Bimi 1 p. 3 mic. BUHMKJIA TM1/103pa
O/I0  HASIBHOCTI HEHPOCEHCOPHOI TJIyXOTH
y mutunn. [liarnos 6yJo miarsepmpkeno B [nerury-
Ti orosapunroJiorii imeni mpod. O.C. Kosomiii-
yenka HAMH Ykpainun (KuiB), 3ampornonoBano
orepaitiio 3 IMIJIAHTAIll CJYXOBOTO arapary
iHTpakpaniajibHo. Matu B 1epioj MiJITOTOBKHU
MUTUHW 10 OTepallii 3BepHyJacsad 0 Kap/ioJiora,
i y mutuan Oyio Buepiie BusisieHo CIIT QT, pexo-
MEeH/I0OBaHO 00CTesKeHHsT 6ATHbKIB Ta KOHCYJIBTAI IO
y FeHeTHKa.

JuTuny B3sAM Ha olepaliio 31 CIyXompoTe-
3yBaHHS, 1 JiesiKuil yac GaTbKU He 3BEPTAJIHCS JI0
gikapiB. Y 2016 p. rutnHa 3axBopijia Ha 0OCTPYK-
TUBHUI OPOHXIT, 3 IPUBO/LY YOTO OYJIO TIPOBEIEHO
o6CcTexReHHsI, 1 3HOBY JIiBUMHKA TIOTPATTITIA [I0 Kap-
miosiora. Ilporo pasy 6aTbKu MOCTaBUIIMCS 3 OiJIb-
010 YBaroio /10 npodJeMu, TOMY 10 Y TUTHHU
BIlepIlle BUHMK €I1i30J1 BTpPAaTU CBiJIOMOCTI.
Byno Bcranosisieno fiarao3 «Cungpom /lxepBen—
Jlanre—Hisbcena, THI 2, perieCUBHUM TUTT yCTIAJI-
KyBanHs». [lutuni Oysio npusHaueHo B-6I0KaTO-
pu 1 npenapaTu Mmartiio i HampasieHo B IlenTtp
IUTs401 Kapiaiosorii Ta kapaioxipyprii MO3
Ykpainu (M. KuiB) ams Bepudikaiii miarHo3y
i BUPIIIIEHHS TUTAHHS 1TPO HATaJIbHICTh TOCTAHOB-
K1 KapaioBepTepa-nediopuisitopa. [liaraos 6yso
nigrBep/keHo. IIpu obcTekeHHI B KAIHIYHUX
i 6GioXiMiYHUX TTOKA3HUKAX MATOJOTIYHUX 3MiH He
Busiieno. EKI: putm cunycoBuii, perysisipHuii,
YCC 58/x8B, cQT 520-544 mc. ExoKT: KO 50 mur,
KAI 76 mu/m2, 3CJIIT 6 mm, MIIIL 6 mwm,
JIIT 20 MM, ckopoT/uMBa 3/AaTHICTh MioKap/a
nob6pa, B 65%. Ha MK — V0,9 m/c, na TK wmini-
MaJIbHUI 3BOPOTHUN TOTIK, /iametp Ao 12/18/14
MM, Ap AK 6 mm Hg, miamerp KJIA 18 wmm,
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Ap KJIA 5 mm Hg, Ap Ao criagnoi yactuau 7 mm
Hg. BucHOBOK: MOPOKHUHU cCepilsi He 3MiHeHi,
(yHKIig knamaHiB He mopyiieHa. KpoBOTik
y 4YepeBHINl aoOpTi TyJbCYIOUU JTAHUX
3a CoAo Hemae.

Jlutuni Oysia mpoBeJeHa onepallis 3 iMILIaHTa-
mii engokapaianbaoro EKC-AAIR. Iloctomepa-
MiITHWIT CTaH MAIliEHTKA 33/I0BIIbHUT, O3 yCKIa-
nedb. [Ipu mosepuenni pomomy HCC 115/xB8,
QTe 434 mc. PexomMeHZIOBAaHO TTPOJIOBKUTHU TIPU-
ftom ananpuitiny 0,5 Mr/Kr 4 p// 3 MOHITOPHHTOM
EKT oaun pas na micdirp y nepiiti 3 Mic. TicJist ore-
paiiii, a TOTiM OJIMH Pa3 Ha 3 MiC. Ta TTPU BUHUK-
HEHHI CKapr.

CtaH AWUTWHU TPOTITOM YCHOTO TEPIOLy
CIIOCTEPEKEeHHSI 3aJINIIAETHCS HOPMAJIbHUM, pery-

JITEPATYPA

JIIPHO BUKOHYETHCS XOJTEP-MOHITOPUHT 3 KOPEK-
1ieio 103u B-610KaTOPIB i MepeBeIeHHIM Ha IIPO-
sonroBani ix Gopmu. Dizuvyauii Ta MCUXiYHMI
PO3BUTOK JWTHUHU BiJIMOBI/IA€ BIKOBUM BUMOTaM,
JI0 TETEePIHbOro Yacy He 3adikcoBaHO HAAIIB
cunkorie, mokazHuku EKI i kopurosanoro inrep-
Bany QT y mexxax 450—490 mc.

Takum uMHOM, y TpAKTHUII TefiaTpa MOXKYTb
sycrpitucst CITI QT. O6isnanicts Jikapis, cBoe-
yacHa JiarHOCTHKa, 30kpema mpoBenenust EKI,
Ta ajJileKBaTHa Tepallisl, BUBYEHHS CIMEIHOro aHam-
He3y, a TAKOK CITOCTEPEKEHHS 32 IUTUHOTO JI03BO-
JISITH 3AIT00ITTH BaKKUM aPUTMOTEHHUM CTaHaM Ta
30eperTyl KUTTs TAKUM IIal[i€HTaM.
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