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Cneundudeckne ISKI kputepun cnHgpoma

LQTI

yannHeHHoro QT
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LQT1 (KCNQ1) - 'paHHee Hayano' T BOSHBI C LWMPOKUM OCHOBAHUEM

LQT2 (KCNH2) - maneHbkas amnnuTtyaa ABYX(A3HOU no3aHen T BOMHbI
LQT3, 9? (SCN5A) - 'no3aHee Hayano' T BOMHLI HOPMASIBHOM KOH(PUYypaLmu
LQT8 (CACNA1C) - anbtepHauus T BOMHbI



MoaudunumpoBaHHble gnarHoctudeckue Kkputepum CYU QT

(P.Schwartz, 1993, 2006)

[lnarHocTtu4yeckme Kputepum bannbl
Ariekmpokapduozpaghuyeckue:
1. QTc > 480 mcek 3
> 460-470 MCeK Y XEHLLMH 2
> 450-459 MCeK y MY>X4NH 1
2. XT tvna «nnpyat» 2
3. AnbrepHauus 3ybua T 1
4. 3a3ybpeHHbIn 3ybel T B Tpex oTBeAeHUsAX 1
5. bpagukapgona Hxe Bo3pacTHOW HOPMbI 0.5
KnuHuyeckue:
1. CunHKONanbHbLIE COCTOSIHUSA — CBA3AaHHbIE CO CTPECCOM 2
- He CBSI3aHHbIE CO CTPECCOM 1
2. BpoxpgeHHasa rnyxota 0.5
HacnedcmeeHHocmb: 1. CYW QT y koro-nmbo n3 4rieHoB ceMbi 1
2. BC B BospacTte go 30 neT y poaCTBEHHMKOB 0.5

Bbicokas BEpOSATHOCTb AnarHo3a: > bonbLlue unu pasHo 4 bannam, cpegHas BepoATHOCTb 2-3 banna nnm

HM3Kasi BepOATHOCTb (1 n MmeHee Ganna).




OwvarHo3 cuHgpoma anuHHoro QT cTtaBuTcA
(npu oTcyTCcTBUMK
BTOPUYHbIX MPUYUH OJ1F yBenn4yeHusa uitepsana QT)

1. LQTS aunarHoctupyetca ecnim QTc 2480 mc npu nosTopHOoM IKI nnbo
LQTS oueHka pucka >3 | C.

2. [eHeTn4eckn noaTBepKaeHHasa MyTaumsa He 3aBUCUMO OT
anuntenbHocTn QT Ha OKT. | C.

3. OKI anarHo3 LQTS pomkeH paccmaTpuBatbes npym QTc 2460 mc Ha
NoBTOPHbLIX QK[ B 12 OTB-X Yy NAUMEHTOB C HEODOBACHUMbIMU
CUHKONasnbHbLIMW 3N1M304amMun B OTCYTCTBUE BTOPUYHbLIX MPUYNH ON4
npoaneHuns nutepsana QT. lla C.
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OKI" npusnakm CYUN QT

o [IpomomxurensuocTh uaTepBaiia QT > 460 Mc s xenmuu u Q1 >

440 MC 1 My KIYUH

e AubrepHarudg 3yona T (u3MeHeHHe (OPMEI, IOIIPHOCTH, aMILIUTY -
JIbI 3yOna 1)

e Jlucnepcusa QT uareppana (QTd mwiu AQT >20-50mcek)

e BrriBiieHuEe OpaJiKap i HUXE (PU3UOIOTHYECKOMN, ITOJIOBOU U BO3-

PaCTHO HOPMBI € YUETOM BPEMEHU CYTOK

o PUTrMHBIA IUPKATHBIA PUTM (ITUPKAIHBINA UHJIEKC < 1.2);



CTpaTudunkaumsa pucka n segeHme
LQTS

N3meHeHns obpasa XK1U3HU pekoMeHayeTca BCEM NauneHTam C
anarHo3om LQTS:
(A) N3beratb npenapaTtoB yanunHaowmnx QT

(B) KoppeKkuns anekTponuTHbIX HapyLweHun (rmnokanmemus,

rMnomMarHmeMmn4, FI/II'IOKaJ'IbLI,I/IeMI/IFI) KOTOpPbIE MOFyT I'IpOI/I3OI/ITI/I BO BpeEMHA
NMOHOCAa, PBOTbI TN MeTabonnyecknx N3MeHeHuN.

(C) UckntoveHmne KOHKPETHLIX TPUITeEPOB AN apuTMnmn (HanpsiXKeHHbIMU
nnasaHue npu LQTS 1, 1 Bo3gencTeme rpoMkux 3BykoB npu LQTS2

1B

ESC Guidelines 2015



CTpaTudunkaumsa pucka n segeHme
LQTS (2)

Beta-bnokatopbl pekoMeHaYyHTCA naumeHTam ¢ KIMMHUYECKUM
anardo3om LQTS. 1B

KL coBmecTHO ¢ beTa-bnokatopamMmn pekoMeHayeTCs
nauneHtam ¢ LQTS nepeHecwimm octaHOBKY cepaua. | B

BeTta-bnokaTtopbl cnegyer pekoMeHAoBaTh naumeHTam C
BbISiBNEHHbIMU MyTauusammn LQTS ©n HopManbHbIM
nutepsanom QT. lla B

VKL B gononHeHue Kk 6beta-bnokaropam cregyer
paccmartpuBaTtb y nauneHToB ¢ LQTS, koTopblie nepeHecnu
obmopoku 1 / unn XKT Bo Bpems npnema

agekBaTHoOW 03kl beTa-bnokatopos. lla B

ESC Guidelines 2015



CTpaTudunkaumsa pucka n segeHme
LQTS (3)

. [eHepBauusa NeBoro CMMNaTUYEeCKOro raHrnms cepaua MoxeT bbITb
paccMOTpeHa y nauneHToB ¢ cumntoMHbIM LQTS korga:

(A) beta-bnokatopbl He addPEKTUBHbLI, TMDO HE OOMYCKaTCA UNK
NPOTMBOIMOKAa3aHbl;

(b) UKLl Tepanua npoTnBonokasaHa unu nayueHT oTkasarcs
(C) bonbHble Ha BeTa-bnokatopax ¢ KL n MHorokpaHTbiMu wokamu. lla C

. bnokatopbl HaTpmeBbIX KaHaNOB (MEKCUNETUH, donekanHng nnu
paHoNna3snH) MOryT paccMaTpuBaTbCS B KA4eCTBE AOMNOMNHEHUS K Tepannu,
4YTOObI cCOoKpaTUTb MHTEpBan QT y bonbHbIX LQTS3 ¢ QTc >500 mc. IIb C

.  WwmnnanTtauusa UKL MmoxeT paccmartpuBatbCd B A0MNOSIHEHME K beTa-
briokatopam B Tepannu 6eccumMnToMHbIX HocuTenen mytaumm B KCNH2
nnn SCN5A korga ato QTc coctaBngaet >500 mc. IIb C

. MHBasuBHOEe ODPU ¢ nporpaMmMmnpyemMon CTUMYIAUMNEN XKENYOOUYKOB He
pekomeHayetca anga oueHku pucka BCC. |l C

ESC Guidelines 2015



Obpa3s X1U3HK NaLuneHToB
c CYUN QT

VICKN4nNTb copeBHOBATeElIbHbIE BUAbl CMOPTA

Ons nauneHToB ¢ CYU QT 1 Heobxoanmo orpaHn4vnTb
nnaBaHue nnu 3aHMMaTbCs NnaBaHUem noa
KOHTPpOSieM

[MaumneHTbl ¢ CYWN QT 2 gormkHbl n3beratb pasnnyHbIX
aKyCTNYECKNX CTUMYNOB

Bce naumenTbl ¢ CYW QT ocTOpOXHO NpuUHMMaTb
npenapathbl, yanuuawowmue QT n cHuxawmne ypoBeHb
Kanug 1 MmarHus

ACC/AHA/ESC 2006 Guidelines for Management of Patients With VA and the Prevention of SCD.//
Journal of the Am. College of Card. Vol. 48, Ne. 5, 2006



[MpenapaTbl U KNMMHNYECKUE COCTOSAAHUA,
accouMmpoBaHHble ¢ yariuHeHneM uHTtepBana QT

AHTHAPDHTMHUYECKHE NIPeNapaThIl

CepaedyHO-COCYAUCTRIE NIPenapaThI
AHTHTHCTAMHHHBIE NIPEeNApPAThI

AHTHOHOTHKH H CYyJb(paHUIAMHU-
ABI

AHTHMAJISAPHUHHEIC NIPpeNaApPAThI
TpHu- U TeTPpAUHUKJIHYECKHE AHTH-
A€ PEeCCAHTHI

HelpoJenTHKHA

AHTATOHUCTEI CEPOTOHHHA
I'acTpO’HTEPOJIOTHUYECKHE Ipena-
pPaThI

JAHAYpeTUKH

IIpOTHBOI PpUOKOBEBIE NIpenapaThbIl
JApyrue npenaparsl

OTpaBJIeHUA

la xmacc — XuHHAHH, HopBOoKamHamMH[g, J/H30IIHpaMHI,
ITpoxanmHamug, I HoypHTMal ( ANMAIHH)

I xmacc — JIngoxkawH, ATIPHHIHH, MeKCHIHTHH

Ic xmacc — duaexanHHJ, DHKaHHHA, [IpomnadeHoH (Pur-
MOHOPM)

11T xracc — Coranon, KopaapoH (AMHogapoH), bpeTHinnii,
Krxodpnmiit, AunernnnpoxkanHamMua, Joderunnyg, CemaTH-
aug, TOYTHIAT, AZAMHAIIHA,

IV xmacc — benmpuaua

AnapeHannH, DdenpuH, KapBHHTOH

Actemvmzon, TepdeHamuH, JumMeapon (JludeHruagpamMmnuH),
S0acTtHH, | HOAPOKCH3IHH

SpHTpOMHIHH, KIapHTpOMHIIHH, A3HTPOMHIHH, CIIH-
pPavuiuH, KaouHagaMHIHH, bakTpHM, AHTPaAaMHIHH, [1eH-
TaMAJHH (B/B), TpomeangoMHuIHH, I arTHPIOKCAI[HH,
CriapdIroKcaiiiH

HamodanTpua

AVHATPHNITHIMH, HoprpentunuH, Myvmnpamua, Jlesnipa-
MHO, JloxcermiH, MamnmpoTHiaHH, PeHOTHa3HH, XIIOPIIPOo-
Ma3HH, PIFOBOKCAMHH

T'amonepunon, Xmopanrugpar, IIumozua, Apomepuaon
KeTrancepHH, 3HMeIITHH

IMuzanpung

NagamaMug (ApHGOH)

KeToxoHaz0m, MIOKOHAZ0II, THTPAKOHA3Z0II

KoxanH, IIpoOykon, IlamaBepHH, AJOeHO3WH, lIpeHHna-
MHH, JlnnmodmazuH, TepomunuH, benpuawir, ByIHIIHH,
BazomnpeccHH, IpenapaTsl IHTHSL

PTyTh, opranodocdopHble HHCEKTHIHIEL, 47 CKOPIIHOHA



3aboneBaHnA U COCTOAHUA, Ha pOHE KOTOPbIX BCTpeyaeTcs
yannHeHue nHtepsana QT

OcTpasi HIleMHSI MHOKapJa
MuoxkapaHUThI
KaparnomMuoriatu
CuHycoBasi OpaguKapIusl
ITomaHass AB Oroxazga
3acToOHAas cCepacIHast
HEeJOCTATOUYHOCTH

I Ipomaric MHUTPAJIILHOT O
KJIartaHa

CaxapHbii guader
DeoxpomMalToMa
Cungpom Kona
I'ummorupeos
I'mnoxarmmemMrisg
I'mnmomMarame M st
I'nrnoxamsipie Mg

HapyIiiieHHe MO3TrOBOTO
KpOBOOOPpaIllcHHU
HHurpaxpaHralIbHBIE H
cyOapaxHOUgaIbHbBIS
KPOBOH3IIH SIHH 5

OITyXOJIIxn MO3Ta

I'ermarur

Oriepalii Ha IIee

HeppeHast aHOpeKCHSA
MHoOroKpaTHasi ppoTa

I ICHXO2MOIIMOHAJILHBIN CTPECC
XPOHHYECKHI aJIKOT OJIHM3M
I'mrmrorepMst
HuskokaropuiiHasl OeIKoBasi JUe-
Ta

Y1iorpeOiIceHHUE KHUPHOH
KHUBOTHOM TTHIIH



NNeyeHne npnodbpeteHHoro CYNQT

1. OTmeHa npenaparta, Bbi3BaBLUEro yarnHeHne nHtepsana QT

2. YcTpaHeHne MeTabonmyecknx HapyLeHnn

- Cynbdat marHus, B/B 8 mn 25% p-pa (2 mr), npu oTcyTCcTBUM 3dohekTa Yepes
5-15 MuHYT noBTOPUTL B/B Kar. CynbdaT marHua ot 3 o 20 mr/MunH B
TeyeHum ot 7 Ao 48 u.

- [pw runokannemMmmnn HasHa4varoT npenapartbl Kanug
3. JlnpokauH

1. BeTta-agpeHobnokatopbl. B ocTpon cutyauumn B/B BBEAEHUE NpornpaHonona
B no3e 0.2 Mmr/kr

5. [lpwn otcyTtctBun adbpekta — BpemeHHass AKC (npegcepaHasa unm vatle
Xernynoykosas)



PekomMmeHaauun gnga npenapar-
nHayunposaHHoro CYU QT

« Knacc |

OTmeHa npenapara, NpMem KOTOpOoro npuBen K
passutuio CYN QT (ypoBeHb gokasaTtenibHOCTU A)

ACC/AHA/ESC 2006 Guidelines for Management of Patients With VA and the Prevention of SCD.// Journal of
the Am. College of Card. Vol. 48, Ne. 5, 2006



PekomMmeHaauun gnga npenapar-
nHayunposaHHoro CYU QT

. Knacc |l a

. B/B BBegeHue cynbarta marHma ncnonb3yeTcsa Ans nauneHToB
nonyyaroLwmnx npenapart, yanmuawowme QT n y KOoTopbix 3aborieBaHne
NpoSABNAETCS B BUAE HecKonbkux annsonos OBXT (ypoBeHb
OokasartensHocTu B)

. [MpencepaHas/xenygoodkoBasi CTUMYNAUNS NN BBeOEHNE U30MNpoTepeHona
NCMosib3yeTcsa ANnd naunmeHToB, Y KOTOPbIX Ha pOHe npuema npenaparta
yanuHstowero QT BosHukna peunansmpytowan OABXT (ypoBeHb
OokasartensHocTu B)

ACC/AHA/ESC 2006 Guidelines for Management of Patients With VA and the Prevention of SCD.// Journal of
the Am. College of Card. Vol. 48



PekomMeHaauuu gnga npenapar-
nHayunposaHHoro CYU QT

Knacc ll b

HaceblweHne kanuewm (4,5-5 mM/n) gomkHO BbINOMHATLCA A4
NauneHTOB NPUHUMaKLWMX npenapart yanuHsowmnin QT v y KOTopbIX
CYWU QT npeacrtasneHa Heckosbknmu anusogamm OBXKT (ypoBeHb

nokasaternbHocTu C)




CunHgpom
YKOPOYEHHOIo
nHtepsana QT



[Tpu3Hakm cuHopomMa YKOpO4YeHHOro nHTepaana
QT

Ha JKI

— yKkopo4eHue kak abcontotHoro (QT < 300 - 340 mc), Tak n
kKoppurnposaHHoro (QTc < 320 mc) y geteun < 350 mcek

— BbICOKWIN, OCTPOKOHEYHbIN, CUMMETPUYHBbIN 3yDeL, T
(rmnepkanmemuns)

— MOBbILWEHHbIN BaryCHbI TOHYC
— napoKkcusmMbl ndpunnaumn npegcepanmn
— MapPOKCU3MbI XXenygo4KOBOW TaxmKapamu



Kputepun noctaHOBKM AnarHoaa
YKOpO4YeHHOro nHtepsana QT

AHanu3 JKI
QTc: <370 — 1 6ann, <350 — 2 6banna, <330 — 3 6anna
J-Trnunk nutepean <120 - 1 6ann
KnuHunyeckue naHHbIE:
BHe3anHas octaHoBKa cepaua 2 — 6anna
MonnmopdHas XT nnn OX — 2 6anna
HeobbAcHMMbIe cuHKone — 1 6ann
Punbpunnauma npeacepanin — 1 Gann
CeMeMHbIN aHaAMHe3:
PoacTtBeHHUKN 1 nnn 2-om nuHmm ¢ SQTS — 2 6anna
PogctBeHHUKkN 1 nnm 2-om nuHnm ¢ BC — 1 6banna
CuHOpoMm BHe3anHou getckom cmeptn — 1 6ann
[eHOTMUN:
[eHOTUN-NO3UTUBHbLIE — 2 Danna
MyTaumn HessicHOM 3Ha4YMmMocTn — 1 6ann

Bbicokasi BEpOoSATHOCTb AMarHo3a: > 6ornblue unm paBHo 4 6annam, cpeaHsas
BO3MOXHOCTb 3 6anna nnm HM3Kkasa BepoATHOCTb (2 U MeHee Barnna).



NunarHoctuka SQTS

SQTS anarHocTupyeTcsi B NPUCYTCTBUM
QTc<340mc |C

SATS cnenyet paccmatpuaTb npu  QTc <360 Mc 1 oanH nnu
boriee 13 crneayroLWmMx NPU3HaKoB:

(A) NogTBepaeHHaa naToriornyeckas Mytauus

(B) AHamHe3 cembn SQTS

(X) CemenHaga ncropua sHesarnHom cmeptin B Bo3pacte o 40
ner

(D) Berkuslune nocrie XKT /OXK npu oTcyTCcTBUK BONE3HEN
cepaua llaC

ESC Guidelines 2015



