benanos ®.U.

CvuHApOM yONMUHEHHOrOo
nHtepBana QT



NMpUYnHBLI

e [ eHeTNYECKN—OETEPMUHNPOBAHHbLIE
nameHeHuns K, Na n Ca.

e JlekapcTBa.

e OpraHun4yeckue nopaxeHus cepgua.
e bpaanaputmun.

e ONEKTPOSINTHbIE HapyLLUEHUA.

e OHOOKPUHHbIE pacCcTpouUCTBa.

e [lopaxeHune LIHC.



'eHbl U accounnpoBaHHblIe KaHanbl
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YactoTta — 1:10000 HaceneHus, 60% XeHLLNHbI.




MexaHn3M 3aMenneHus genonsspusauum
N TPUITEePHOMN aKTUBHOCTH

Mechanism of delayed after depolarization and triggered activity

2+
L-type Ca®* Ca®* CaEPa Ca** Na® 4

channel

Sodium-calcium

exchanger
LA S A A A Y
Plasma/ SSSSSS S5 SSUNY 2SS S5
membrance Catcgze Ngt Na DAD
Ca®*Ca?t d 2 Nat
Ga2+
Ryanodine e
receptor
Sarcoplasmic

reticulum \@

14443

Resting condition
Triggered activity in
\\\\ a CPVT mutant myocyte

Isoproterenal 30 nM




[eHeTM4YecKkne BapuaHTbI

Tvn eH Kanan | YactoTta KT Tpurrepsl
CUHAP | MyTUPOB neTanbHbIX

omMma aHHbIN apuTMumn
LQTS1 | KVLQT1 K 30-35% ®H, nnaBaHune (68%)

KCNQ1 Ctpecc (14%)

CoH, otabIX (9%)

LQTS2 | HERG, K 25-30% ®H (29%)

LQTS3 | SCN5A Na 5-10% ®H (4%)
Ctpecc (12%)
CoH, otabix (64%)

KCNH2 Ctpecc (49%)
CoH, otabiX (22%)

LQTS4 3%
-13




Pucku NP OCHOBHbLIX BaPpUaHTaxXx CUHAPOMaA

Risk =50%

30% = Risk <50%

Risk <30%
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Hopma nHTepBana QTc

Distribution of QTc intervals in large population-based studies.

11,000 adults (50% males)
Funada, Clin Cardiol 2008.

12,000 adults (90% males)
Gallagher, Am J Cardiol 20086.
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'paHMUa HOPMbI U NaToNorumn

0.35 0.40 0.45 0.50 0.55 0.60
QTc (sec)



Hopma QTc nHtepBana

99 nepueHTUNL

M: 470 mcek
XK: 480 mcek

Persons

\\

L

340 360 380 340420 440460 480 500 520 540560 580 600 620
QTc, ms

Medeiros-Domingo A, et al. Rev Esp Cardiol. 2007;60(7):739-52.



OueHka QTc

d B otBepeHusx Il nnn V5.

d Py4Hoe namepeHue.

d BocnponssoguMocCTb.

3 TMpwu nnoxon Busyanusauum 3ydoua T.

rl




MpoGnembl namepeHns QT

/A |

—_——— e ————

Malik M, Batchvarov VN. J Am Coll Cardiol 2000;36(6):1749-66.



Mpo6nembl namepeHns QT

Malik M, Batchvarov VN. J Am Coll Cardiol 2000;36(6):1749-66.



Mpo6nembl namepeHns QT

- Maximum T
51 ) \ / wave slope

Line through peak and
point of maximum
, & slope of T wave

Malik M, Batchvarov VN. J Am Coll Cardiol 2000;36(6):1749-66.



Hopma nHTepBana QTc

B3pocnbie B3pocnbie

OueHka
MYX4YNHbI (MCEK)  >KEHLUMHbI (MCeK)

OueHb KOPOTKMUMI <330 <340
KopoTkum 330-360 340-370
HopmanbHbI 360—-450 370-460
MorpaHUYHbLIN 450-470 460480
YANUHEHHbIN >470 >480

OnacHbIM >500 >500

Moss A.J., 1993; AHA/ACCF/HRS, 2009; AHA/ACCF, 2010; Viskin S., 2009



LLikana BepoAaTHOCTU cuHAapoma LlBapua

[Toka3aTtenb Bannbl
QTc 2480 mcek 3
QTc 2460-470 mcek 2
QTc 450-459 mcekK y My>X4MH 1
Torsade de pointes 1
AnbtrepHaumsa syoua T 1
3a3y6puHa Ha 3ybue T B 3 oTBeAeHMUAX 1
Bpaaukapaus 0,5
CuHkone, cBA3aHHOE CO CTPECCOM 2
CuHkone, He CBA3aHHOE CO CTPECCOM 1
BpoxaeHHas rnyxorta 0,5
UneHbl ceMby ¢ BPOXAEHHLIM CUHAPOMOM YANIMHEHHOro 1
uHtepBana QT

Heo6bsicHumasi BHe3anHasi CMepTb Y YIeHOB CEMbM 0.5

nepsoun nuHun ao 30 net




OueHka no wkane LWBapua

d =4 0annoB - BbICOKU.
d 2-3 banna - yMepeHHbIW.
d <1 0anna - HU3KUMN.




IInarHocTuka

d OKT.

d XM — aputmun, aunHamunka QTc.
1 Crtpecc-Tect (LQTS1, 2).

d Tect c agpeHanuHom (LQTS1, 2).
A ['eTeTn4yeckoe TeCTUPOBaAHMUE.

O 10-15% HocuTenen LQTS reHa nmetoT HopmarsbHbin QTc.

O 50% naumeHToB C CMHOPOMOM yasriMHEHHOro QT reHeTUYecknn
aHanus oTpuuaTternbHbIN.




CuHOpoM yanUHeHHOro uHtepeana QT

7966KCN

7967KCN

7968KCNJ

7969SCN5

7970SCN4

7974KCN

7975KCN

CVvHAPOM YANWHEHHOIO MHTEpBana
QT, «ropsumne» y4yacTK/ reHoB
KCNQ1 n KCNE1 M.

CWHOPOM YANWHEHHOIO MHTepBana
QT, «ropsumne» y4yacTK/ reHoB
KCNH2 n KCNE2 M.

CUHAPOM YyANUHEHHOrO MHTEpBana
QT, KCNJ2 m.

CUHAPOM YANUHEHHOrO MHTepBana
QT, SCNSA M.

CuHOPOM YANUHEHHOIO MHTEepBana
QT, SCN4B m.

CUHAPOM YANMUHEHHOrO MHTepBana
QT, KCNQ1 n KCNE1 m.

CUHAPOM YANUHEHHOrO MHTepBana
QT, KCNH2 n KCNE2 m.

16610

13090

14190

52030

17710

26070

26070

INVITRO'




eHeTU4YecKoe TecTupoBaHue

d KCNQ1, HERG n SCNSA - 65%.

A OTpuuartenbHbIN pe3yneraT —
KCNE1, KCNE2, ANKB, KCNJ2,
CACNA1, CAV3, SCN4B reHbl +5+10%.



PaKkTopbl BbICOKOIO pUCKa CMepTHU

e BpoxageHHada rnyxorta.
e Peungmsunpytowine cnHkone scneacrtene XT.
e CeMenHbI aHaMHe3 BHE3anHOW CMepPTH.
e QTc >500 mcek.

e AB brnokapa 2:1.

e AnbrepHauus 3youa T.

e LQT3 reHoTUm.




MeagukamMeHTO3HOe fleyeHue

bBeTta-bnokartopbl
[MponpaHonon 2-4 mr/kr/cyT.
MeTtonponosn 0.5-1 mr/kr/cyT.
AteHonon 0.5-1 mr/kr/cyT.

Ctpecc-tect — max HUCC <130 B MuH.

Briokatopbl HaTpmneBbix kKaHanos (LQTS3)
(DJ'IeKaI/IHI/I,EI,, MEKCUITIETUH.

CrnMpoHNaKTOH.
HukopaHgun.



HemeaukameHTO3HOE NnevyeHue

o OKC
[Tpn aputmunn, 3aBucawen ot nays (LQTS3).
Pexxume DDD ¢ HUCC >70 B MUH.
YCTpaHUTb NOCTIKCTPACUCTONUYECKYIO nayasy.
o VIK/.

e J/IeBOCTOPOHHAA CUMMNATIKTOMMUSA —
3Besyartoro raHrnus (LQTS1).



KnnHn4yeckumn npumep

e [launeHT 19 nert.

e MacTtep cnopTta no pykonawiHomMy 0010.

e Ha dooHe cHMXeHuns Beca (ronogaHue,
donsundveckune TpeHuposku, OPBI) npuctyn
cepauedbuneHunsa, cnabocTn, rorioBOKPYXEHUS.
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QT = 420 mcek

RR = 820 mcek

3.10.2011 15:00

QTc= 460 mcek



QT =500 mcek

3.10.2011 19:18

RR =1210 mcek QTc= 455 mcek



CBO/AKA AHANTU3A QT

Ceopka QT
Bpewms | MuH. | CpegH. | Makc. | Mun. | CpeaH. | Makc. ; 3
okoH4y | YCC | YCC | YCC | QT QT QT | QTc | QTc |QTcMax
Hactp
11:00| 55 72| 106| 312 431| 471| 388 468 500
12:00) 55 109 176| 265 351| 455| 343 458 573
13:00| 81 94| 125| 318 365| 403| 425 459 481
14:.00| 57 791 112y 380 412| 467| 441 469 521
15:00f 53 73] 112 313 416 487| 381 458 497
16:00f 53 78] .104] 315 380| 461| 359 422 514
17:00f 58 78 97| 320 413| 487| 375 460 561
18:00f 54 70/ 120 303 439| 533| 392 472 593
19:00f 55 70/ 106| 322 417| 493| 365 450 528
20:00) 61 771 107| 310 417| 483| 364 471 589
21:00| 47 62 84| 337 468| 510| 364 474 527
22:00) 54 71].- 1911 343 445| 496| 376 484 519
23:000 52 70 98| 328 441| 519| 362 473 551
0:00| 45 55 75| 413 531| 574| 416 505 539
1:00| 43 52 73| 519 547| 573| 476 506 560
2:00f 38 47 76| 444 581 610/ 380 512 549
3:00 37 47 76| 471 580 618| 451 511 560
4:00f 35 44 82| 548 595| 619| 472 508 582
5:000 36 44 69| 566 601| 623| 471 509 552
6:00f 35 45 78| 529 586| 618 471 504 602
7:00/ 33 43 73| 508 509| 638| 452 504 636
8:000 34 60 93| 366 502| 624| 399 492 595
9:00) 56 84| 119| 284 398| 462| 361 468 527
10:00| 68 87| 106| 319 366| 436| 356 441 524
Bcero 33 64 176| 265 482| 638| 343 481 636
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AHanu3 QT

MuH. QT @ 265 mcC MuH.QTc : 343 mcC
CpeaH. QT : 482 wmc CpegH. QTc : 481 mc
Makc. QT : 638 mc Makc. QTc : 636 mMc

QTc>450mc : 86%
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NMnaH obcnenoBaHus

e Tect c agpeHanunHom (0.025-0.2 ur/kr/mun)
- >QT unHTepBana >30 Mmcek.

e [ eHeTn4YecKknn aHanms.

e YCTaHOBNEHMe gmarHo3a U pekomeHgauum
Onga 3aHATUM CNOPTOM.



HAITNMOHAJIBHBIE PEKOMEHIJAITHIH ITO JOIIYCRY K 3AHATHAM
CIHOPTOMH YVYHACTHIO B COPEBHOBAHIAX CIIOPTCMEHOB C
OTKJIOHEHHSAMI CO CTOPOHBI CEPJJEYHO-COCYJIUCTOI CHCTEMBL

1. JImmaMm, HMeWINHM B aHaMHe3e (1) 30H301 OCTAHOBKH cepama HIH (2) CHHKOOAILHEIE
COCTOAHHA, MPeINoJ0KHTEIbHO CBA3AHHBIe ¢ CYHQT He3aBHCHMO 0T LIHTedbHOCTH QTc
p ) 13AHO e BCE 10DTA KpoMe Kaacca TA,

2. ITanueHTHI ¢ vIIAHeHHeM HHTepPBAIa QT (QTc =470 vc y My KIHH H >480 MC V JKeHIIHH) an\
OTCYTCTBHH KJIHHHYECKHX CHMIOTOMOB MOIYT OBITH JONYIIEHBI K 3AHATHAM CIHOPTOM KIACCA
IA ¢ MHIHBHAVAJILHBIMH OrpaHHYeHHAMH. I[anMeHTHI ¢ TeHETHYECKH MOATBEP:KICHHBIM 3
papuaatom CVHQT (LQT3) mpH OTCYTCTBHH KINHHYECKHX CHMIOTOMOB MOILYT OBITh

\  AONYIEHBI K 3aHATHAM CIIOPTOM Kaacca IA. Y

3. llanmHeHTHEI ¢ TeHOTHO-NO3HTHBHBIM/(PeHOTHN-HeTaTHBHEIM CYHMQ1 (CYHQI1-cBaA3aHHAA
MYTAOHA V OeCCHMOTOMHBIX JHII ¢ HOPMAJBHOH JIHTeIbHOCTBH QTc) MoOryr OBITH
JONYII€HBI K 3AHATHAM BCeMH BHIAMH crmopTa. HecMoTpsa HA TO, UTO PHCK BHE3AMHON CMEPTH
Y TAKHX JHII OTJIHYA€TCH OT HY.If, B HACTOAIIee BpeMs OTCYTCTBYIT JAaHHBIC, M03BOIAINHE
OTCTPAHHTh HX OT 3aHATHH cOopToM. B CBA3H ¢ BBICOKHM PHCKOM BHE3AMHOH CMepTH ¥
mioBnoB ¢ LQTI1, comopTcMeHBI IIOBOBI ¢ TeéHOTHN-MO3HTHBHBIM/(PeHOTHN-HETATHBHBIM
LQT1 10.KHBI OBITH OTCTPAHEHEI OT 3AHATHIH INIABAHHEM.

4. ITanpedtsl ¢ CYHQT m mMmaasTapoBaHHBEIM WK/ nman SKC I0oLKHBI H30€raTh BHIOB
CIIOPTA, 3AHATHA KOTOPBLIMH CONPSAKEHBI ¢ MOBBIMIEHHBIM PHCKOM MMOJIVYeHHA TPABMBI H
MOCAeAVIOIIer0o HAPYINCHHA PadoThl ycrpoiicTBa. CmopremeraM ¢ HKI 3aHaTHe cmoprom
Kaacca IA Bo3MOKHO ¢ HHIHBHIVAJILHBIMH OTPAHHYCHHAMH.




