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ITHOJIoT s -

YTo Takoe naTepsas QT?

*IHTepBan QT - 3TO BpeMsi HeobxoanmMoe ans
3aBepLUeHna npoLeccoB genonspmsaumm u
penondpusaunm Mmmokapaa - oTpaxxeHue -
9NEKTPUYECKON CUCTONMbI
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B HOpME MakcuMalibHas
BesmunHa QT?

V)
-

B HopmMme MmakcumanbHaga BenmymHa
QT coctaensdeT 0,42 ¢ unu 0,44 c. J

> N
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Knaccudukamnuss cuHapoma
yIJIMHEHUS nHTepBaia QT

[. I[TpuoOpeTeHHbII
Octpsiit:

II. Xponnuecknit

II. Bpoxnennoe ymimaenue nareppaia QT.
. HaclieIcTBeHHbIE (hopMbl: cuHapoM J[xepBermna — Jlanre-Hunbcena
(cuHKoIIe ¢ yxoHeMoToi) u Pomana — Yoppa (6e3 rJIyXOTI)I);_ —
- criopaguueckue GopMbl, 00yCIOBICHHBIE CIIOHTAHHBIMU MYT
[To KTMHUYECKUM MPOSIBICHUSIM:
*CUHKOIE ¢ yJInHeHueM uarepBaia QT;
*U30JIUPOBAHHOE yMHEHHE nHTepBaia QT;
scuHKoIIe 0e3 yanuHeHus uarepsaia QT;
*CKpbITasi hopMa — JIATEHTHOE TEUCHUE CUHAPOMA.
*3. MonekynsipHO-reHeTu4eckne BapmuaHTbl cMHapoMa YarMHEHHO
nHTEepBana QT. O
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PacueTa HOpMaIbHOW BEJIMYUHBI
nHTepBaiia QT ¢ yaerom HCC?

o popmyne bazerra: QT = KvR-R, rme R-R —
paccrosiHue Mexay coceqnumu 3yornamu R va OKI' B
CEeKYHaX;

K = 0,37 mis Mmy>x4vH

K = 0,40 nisa sxeHIuH. 2
ITpu BpoxxnennoMm LQTS naTEpBa , Kgk TRaBHIIO,
Bcerna npesbimaeT 400 mMc, 3a UCKI neMpeTeu
pPaHHEro BO3pacTa.

Bennunna natepBaia QT y 00JIbHBIX FCHHKOITAITBLHOM
dopmoii 3a0oneBanus cocrapisgeT 4004600 mc, ¢
oeccunkomnanbHol — 440—450 Mmc. ®




ITUOJO0I'Us S0

bbbt CorracHO COBPEMEHHBIM ITOIXO0IaM K OIIEHKE
R JAHHBIX XOJITEPOBCKOTO MOHUTOPUPOBAHUS
OKI, nmurensHOoCTh MHTEpBaAna QT He momKHA
npeBbimarb. Hopmer?

400 MC y geTer paHHETO
BO3pacTa,

460 MC — y A€TEH JOIKOJIBHOIO
BO3pacTa,

480 MC — y JIETEU CTAPIILETO
BO3pacTa,

500 Mc — y B3pOCIIBIX
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Y (/ —— [TyckoBble Mexann3mbl CHHApPOMA
o s SO yaHeHHOTO QT?

][ [;1aBanue, Oer st
*BHe3anHbIN 3ByK: OyIHIBLHUK,
CHUTHAJI aBTOMOOMJISI, 3BOHOK
TenedoHa

*OMOIINU: 3JI0CTh, TJIa4, SK3aMEHbI
*BHe3amHass CMEPTh MOXKET
HACTYIIUTh BO BPEMs CHA
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e KIIMHUKA CHHAPOM yIIMHEHHOTO QT

*CHHKOIIC (BHE3aITHAs ITOTEPSI COZHAHUS ) WIIH
BHE3aIIHAs CMEPTh, pa3BUBAIONIMECS HA (DOHE
(pU3NYECKOM aKTUBHOCTH MIJIM SMOIIMOHAILHOTO
cTpecca.

*ON130/1bl CHHKOIIE YaCTO JUATHOCTUPYIOTCS
HEMPaBUJILHO U PaClICHUBAIOTCS Kak OOMOPOK
(BazaBarajabHasi peaKiysl) WK STHICITAYECKUI
IPUCTYII.

*JIcTruHHAas snuIIericus peako Berpedaerca npu CYU
QT, onHako AuarHo3 SMUICIICUHA Han0oJjIee YacTo
CTABUTCS MallMEHTaM, CTPAJIAOIIUM 3TUM
3a00JICBAaHUEM.

*BHe3amHas 1morepsi CO3HaHUs BO BpeMsl (PHU3UYECKOTO
WJIA [ICUXO3MOIIMOHAILHOTO HAIPSHKEHUS TOJDKHA

ITACTANALTIRATE. 1T et vteT ttTarmuaairag (  VIA T

-~
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bk OaHUM U3 OCHOBHBIX MEXaHW3MOB, HEMIOCPEACTBEHHO
o MPEAIIECTBYIOIIUX 3allyCKy (PaTalbHOW apUTMUU,
wrne e ST o sBIsieTcs Tak HasbiBaeMas short—long—short (SLS)
MOCJIEA0BATEILHOCTS (J10- CJIOBHO B IIEPEBOJIC —
«KOPOTKUH—IJIMHHBIH—KOPOTKHI» ), I (DEHOMEH
«Kackaza». B ocHoBe kitaccuueckon SLS-
MOCJIEA0BATEIILHOCTH JICKHUT . ............

4YepeOBAHUE BHE3AIMTHOIO YKOPOUYECHHS pUTMA J
BCJICJICTBUE CyIIpa- BEHTPUKYISIPHOM

SKCTPACUCTOMIHI (short), MOCTIKCT-

pPacUCTONMYECKOM nay3sl (long) u moBTOpHOM

KeITy- JTOYKOBOM DKCTPACUCTOJBI (short), mocie

KOTOPOM 3a- IMIyCKAETCS TaXUKAPAUS «IIHUPYITH. ‘ﬁ




KJIVWHHUKA 40

N ., Ilpu ananuse GpakTOpOB, IPOBOLUPYIOLIHX
J WY e CHHKOIE, YCTaHOBIIEHO, 9TO TIPAKTHYECKH Y
oo o < 40% OONBHBIX CHHKOMTATLHBIC COCTOSTHUS
PETUCTPUPYIOTCS HA (POHE YETO? =

[IpumepHo B 50% ciiydaeB MPUCTYIIbI
IIPOBOLIMPYIOTCS (DM3UUECKON HArpy3KOM
(uckarouas niaaBanue), y 20% — mmaBanueM, B 15%
CIy4aeB OHU MPOUCXOAAT BO BpeMs IPOOYyKICHUS
OT HOYHOTO CHA, B 5% CllydaeB — KaK peakiys Ha
PE3KHE 3BYKOBBIC pa3ipakuTeiu (Teae(OHHbIN O
3BOHOK, 3BOHOK B IBEPH U JIp.).
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IR Ha ocHoBanuu uccinegoBanmuil KJIMHUYECKUX
i g MIPOSBJIEHUU CUHIPOMA, A UMEHHO
COIPSKEHHOCTH CUHKOIIE U YIJIMHCHUS
nHTepBaia QT na OKI, M. A. IlIkonsHMKOBA
PEII0KIIA BBIJICIITh YETHIPE pa3InIHbBIX

KIIMHUYCCKHUX BAPHUAHTA TCHCHUA.
r

=l

~

1. cuHKone Ha poHe yaauHeHus uatepBaia QT

M30JIMPOBaHHOE yaIMHeHHe nHTepBaia QT 0e3 cuHkome
B aHAMHE3E,

3. CHUHKOIIE B OTCYTCTBHE yNIMHEHUS nHTEpBaia QT

4. a TakXe CKPhITOE, JIJATCHTHOE TEYEHUE — CUHKOIIE U PS
yuinHEHNE nHTepBana QT He perucTpupyroTcs. G
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*CuHOpPOM yOnMHEHHOro QT ‘/
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*BpoxxaeHHbIN yannHEHHbIN NHTepBarn
Q-T
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)Kernyooukoeasi akcmpacucmorius (yKka3aHa
cmpesikou) u yornuHeHue uHmepsarsia QT (rnpu
YCC 115 yd/MuH. QT=388 mc, QTc=539 MC) ﬁ
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yanMHeHHoro nHTepeana QT B
OCTpPEULLEM Nnepunoae NemMmmn4eckoro
MHCYNbTA ‘ﬁ
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o L, e HhRED «bombimey kpurepun
auarHoctuku LQTS:

yaonuHeHue nHtepsana QT (QTc bornee
0,44 c);

Hanuyne B aHaMHe3€e CUHKOTIE;
Hanunyme y YyneHoB cemMbu LQTS.
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~ JIN® TUATHOCTHUKA 20

«Mauibie» KpuTepuu
auarHoctuku LQTS:

*BPOXKICHHASA HEUPOCEHCOPHAs INyX0Ta;
*3MMU30/bl AJIbTEPHALIUA BOJIHBI T;

* Opagukapaus (y aetreil);

*[1aTOJIOTMYECKasl JKEITYTJ0UKOBAs
penoIsIpU3aIysL.

*JInarHo3 MOXKET OBITh IIOCTABIICH IIPU
HaJIUYUU 2 «OOJbIIMX» I 1 «00JIbIIOTO» U
2 «MaJIbIX» KPUTEPUEB.

~~
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Y/ £V P " CYI/IQT CIeayeT
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OT JPYTUX BO3MOKHBIX IIPUYNH
CHUHKOTIAJIbHBIX COCTOSHUM, YYUThIBAs
OTHOCHUTEIBHO MOJIOJIOW BO3PACT OOJBHBIX,
IIPEXKIE BCETO, OT SMUJIETICUU U BA30-
BarajbHbIX OOMOPOKOB, a TAKK€ OT JPYTHUX
BPOKIEHHBIX KEITYIOYKOBBIX HAPYILICHUM
pyUTMa CEPALA
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FACIDIR {yCany
Ledadald

COJPRANR DIBA0LNIN

CYUQT caenyer
ni(pepeHIpoBaTh?
*6paankapaus, obycnosrneHHaa agMcdyHKUNEN CUHYCOBOIO y3na Unu
AB 6nokagowu;
*TMNOTUPEOS;

*HaPYLUEHUS ANEKTPONUTHOro obmMeHa

(rMnokanemusa, rmnomMarHemms) BCneacTene npuMeHeHus
OVWYPETUKOB NN NATOSTOMMM HaanovYevyHnKoB (cuHapom KoHHa), a
Takke Npogy3HON Anapeun UM HeyKpoOTUMOW PBOTbI;
*HapyLLEeHNs1 6ENKOBOro NMTaHUS (ANNTENbHOE «ANETUYECKOE»
ronogaHne, HepBHasi aHOPEKCUS, MapeHTepanbHoe NMTaHme n ap.);
*OCTPbIV MHAPAPKT MUOKapPAa;

*BHYTPMYEPENHOE KPOBOMIITNAHNE

*UHTOKCUKaLMA ocdopopraHNYeCKUMMU COEaNHEHUSMMU;
*[IPUEM NEKAPCTBEHHbLIX NpenapaToB (NepeYyeHb NpenapaTos,
yanuHsowmx nHTepsan QT).
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COARANAR DBACINIHSE PHTM|

FHERRRGH IR

ommmune cyuqtl or cyuqt2 u cynqt3?

pasora paliora  poccranomneme l—l‘.,i---,-i Vit
npescepan HOayaco

XapaxkTepHCTHKA CYHQT1 CYHQT2 CYHQT3

MyTanTHEI ren KCNQ1I KCNH2 SCN5A

H3menenne HOHHOIO
Cramxenne Ik Cauxenne Ix Veunenne Iy,
TOKa P
OcobennoctH Huskas ammiHTyzia VanuHeHHRIH ”~
IITxpokas, cHMMETpHYIHAS
ENONAPUIALHY Ha Bormel T, aByxdazuas H302/IEKTPHYECKHH CErMeHT
pomna T
CHHYCOBOM PHTME Boma T ST
Pe3kuit rpPOMKHIA 3BYK,
DakTopsl, .
Du3nyecKas Harpy3Ka, IMONHOHANEHEI cTpece  Bpagukapaus (B Mokoe, BO
MPOBONHPYIOIHE 3
IMOIHOHATLHEIH CTpece (1cmyr), pe3koe Ha4ano cHe)
wHaykimio TdP
(pH3MYECKOH HATPY3KH
Junamuka QTc na Vkopouenne
Vimmnenwne 3HaunTeNLHOE YKOPOYEHHE
Harpyske (nopMansHas JMHAMMKA)
SddexTHBHOCTE
Tepanuy f3- Bricokas (6onee 80%) Vmepennas (oxono 50%) Huzkas (ne n3BecTHa)
anpenofIoKaTopamMu
Junamuka QTc npu
npuéme AATT I Her Her Vkopouenue ‘

KJjiacca

ITpumevanue: CYUQT — cuuapom yummuénnoro uatepsana QT; TdP — Torsade de Pointes; AAIT —

AHTHADHTMHYECKHH Ipenapar
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,{,, Jleuenne CYU QT

*30ecanue uznuwiHeu nomepu *UOKocmu M
NOTPeOICHNE NCTOYHMKOB KaJins ( 0COOCHHO
JICTOM)

*bAD - KpaeyroJibHbIM KaME€Hb TEPAU
(addextuBHa Yy 90% manyeHTOB)
*[Ipenapamui macHusl

*[Ipu HETOCTATOYHO APPEKTUBHON TEpaATUU
MOJKET OBITh IIOKa3aHa UMNIAHM AU
800UMEN PUMMA UIU ABMOMAMUUECKO2O
dedpubpunnamopa
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MeankaMeHTO3HbIE METOABI JICUCHUSA

® I[locaeauss O0a3upyercs NPEeUMYIECTBEHHO Ha
npUMeHEeHuH [-010KaTopoB. BeIOOp ATHX mpenaparoB ,~ “—
OCHOBAaH Ha TEOPUM CHEHU(DUYECCKOT0 CUMITIAaTHYECKOTO
avcoOanaHca, KOTOpOrM OTBOAUTCS BEAyIask pojib B
naToreHe3e 3a00JICBaHUA.

® I[Ipodunakrruyeckuii 3PphEeKT Npu UX UCIIOIb30BAHUM
nocturaet 30 %.

@ [lokazaHusMHU K Ha3HAUYECHHUIO [3-0J10KaTOPOB SBIISIOTCS
CHHKOITAJIbHBIC COCTOSIHUS B aHAMHE3€, a MPHU
O0€CCUHKONAJIbHOM T€YCHUU — Halln4ue 0oiee 4 e
IPEIUKTOPOB KU3HEYTPOKAIOIINX COCTOSHUM.
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KOMOMHHUPOBAHHBIE IIperaparhl JIJIs
nedenuss C1Y QT?

[TpMeHSaIT Takke KombuHaumm 3-
Br1oKaTopoB C NpenaparamMy MarH1us u
Karnus.

J1oka3aHo, YTO NMoBbILLEHNE
KOHLIEHTpaLUUM MarHust NpuBOaUT K
MOOynNsSLUUN KanneBbiX KaHanos, a
SHepreTnyeckoe obecnevyeHne NoHHbIX
KaHanoB capKosieMMbl

OCYyLLleCTBNAETCA MarHMmM3aBMcuMom
ATdason
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Ji [Tpy BO3HUKHOBEHUH HEOTIIOKHOTO COCTOSHMS
e e " EEEEER _ TaXMKapIUHM THIIA KIHPYIT» — CPENCTBOM
BBIOOpA SBIISIETCS

CyJb(ar Maraus B 103¢ 25—50
MI/KT B/B CTPYHHO, MEIJICHHO,
IIPU HEOOXOAUMOCTH —
IIOBTOPEHUE B TOU KE H03€ UEPE3
5—10 MUHYT .
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[Ipu HEA(PpPEKTHBHOCTH
MEIUKAMEHTO3HOTO JICYCHUS] OOJIBbHBIM C
LQTS uTo noka3zana’?

N

OKa3aHa UMIIJIaHTaLs
KapAUOCTUMYIITOPA, padOTAIOIIETrO
B pe:xxkumax AAIR, VVIR, DDDR,
WJIU KapJAUOBEpTEpa-

nedudpuiLIaTOpa Ha (POHE &
OPOJIOJIKEHHS Kypca [3-0110KaTopoB
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