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BBeneHue

AxtyansHoctb LQST (CYU QT) — pacnpocTpaHEHHbINM CUHAPOM, KOTOPbIi He
BCerjga MOXXHO 3alOA03pWUTh BIUIOTh O PA3BUTHUS BHE3AMMHOW CepAeYHOU
cmeptu (BCC). Tompko B CIIIA B rog or BCC ymupaeT 0Komo 4000 MOJIOIBIX
nmofeit [2,3]. bonbliiioe koMY ecTBO MpenapaToB BAUSIOT HA MaHUDECTALHIO U
yxyamenve tedeHus CYW QT, mpudém dacTo — y MOMOABIX momeH. [1,15].
3HaHue PP, cMMIITOMOB ¥ METOZ 0B AUArHOCTUKU NO3BOTUT YMEHBIIUTD KOJI-
BO paTa/IbHBIX UCXOAOB IO MPUYHHE 3TOTO 3a00/1IeBaHUSI.

Llens: mocnemoBarenbHO U3ydnuTh cUHAPoM LOQTS
3aIauu:
WU3Y4YUTb TUTEPaTYpy;

IIPOBECTU OIIPOC CpeAU Bpayel, NIPOBEepsIOT 1M OHU NPU HaszHadyeHuu JIITy
nanueHTa Haauuue cumitomoB LOQTS.

MeTonap! ccieIOBaHUS:

VICTOPUYECKUU MEeTOZ,

AHAJIN3 JIMTEPATYPhl U CUHTE3 MOJIYy4YeHHBIX MaTePHaJIOB;
AHKETHPOBaHMeE



OcHoBHas YacTb. OnpeaeneHue

MIPUYUHOM

)

L4

-T syndrome) - marosorus

LQTS (long Q

Pa3BUTHUA KOTOPOHU - IMOPAXEHHME MOHHbBIX KdHA/JIOB A

(MOMHMMO BCEro IPOYEro)

yannHeHnrem nHtepsaia QT Ha IKI.
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Normal Q-T Interval
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[ 71aBHOE OC/IO)KHeHUue

KT tuma TdP (kenymoukoBast Taxukapaus Tuma «Torsades de

ointes») — camoe cepbé3Hoe ocoKHeHHe. [[pUBOIUT K aCUCTONMNH

%)HECOKpaIJJ,EHI/IIO) YKeMyIo4yKoB cepAuia — pa3BuBaetrcs BCC

(BHe3amHast cepmaeuHast cmepthb). llpumumHamu BCC craHOBsITCS

SMOIIMOHAIbHOE Bo30yxaeHue (38%), dpusuyeckas HarpgrSKa (48%),
)

rmaBanue (22%), mpoOyxaeHrHe oT HOYHOro cHa (16%), rpomkue
3ByKH (5%).

puc.2. Knaccuyeckan cToMKas XenyQo4yKoBasa TaXuKkapausa Tuna «nupyaTt». Hapywexnue genonspusauum
CO30aET KapTUHY NMOCTOSIHHOTO U3MeHeHus ocu QRS;[19].




Kenyaoukoesie Taxuaputmum Ha SKI

YacTora cokpaweHmn
Kenypoukosan | 100-200 muH YWKrpeH, rpanuiysl Onpegenaerca
Taxukapawa ONPefenaTca

Tpenetanue 200-300 MuH’ YWWPEH, rpaHuub Onpepenaerca
XKenyaoukos ONPENENAKTCA C TPYAOM | HEUYEeTKO

AVVVVVVVVVVIVL

MupyaTHan >200 mMun BapunabeneHoin, rpann- | He onpepensierca
Taxukapaua Libl HE ONPERENAIDTCA

Mepuanue >200 My [pakuubl He onpepenaetca
KenyaouKoB HE ONPEAENAITCA

puc.3. HarnsgHas seMoOHCTpanvs pa3indmuuv Mexay
PA3HBIMHY NATOJIOTUYECKUMH JKeTyA04YKOBbIMHA
putmamu. Kaprtunaka B3sita u3 cetu UHTEpHeT.




HMcTopus nsydyeHus

- 1856 r-T. Meissner ornrcai BHe3aITHYK CMePTh IITyXOH I€BOYKHU C
3MHU30JaMHU IIOTE€PHU CO3HAHMA [5,16];

- 1901 T. - Morquio cooOIIIMI 0 CMepPTH CeMepPhIX IeTel B OTHOM
ceMbe, KOTOpbIe CTPaja/iv 3MINU304aMHU IIOTEPU CO3HAHUS;

- 1903 r. -Willem Einthoven (Yunpsm DHHTXOBeH) BBEN B
MeIULMHCKYI0 NPAaKTHUKY peructpaumio JKI;

- 1937 T. - Latham u Munro onucanu cMepTh 5 feTeii B ceMbe C
O6/TM3KOPOICTBEHHBIM OpPakoM, B KOTOPOW Yy Bcex AeTell Oblia
BPOXXZIEHHAsl T/JIYXOTAa W KPaTKOBPE€MEHHbI€ TIPUCTYIbI
CyZOPpoT, onpeJe/leHHbIe KaK dMMAJIENITUIeCKHUE;

- 19531 — Moller BeisBUN cuHapom CYW QT y mampumka, y
KOTOPOTO ObUTM BPOXKJIEHHAs T/IyXOTAa M YaCThle 0OMOPOKH,
Opagukapauss u yaiuHEéHHbIN uHTepBan QT, Ho oOparun
BHMMAaHHWeE Ha pacmpeHne komrutekca QRS.



1957 1. A. Jervel wm F
Lange-Nielsen - BBexmeHue
MIOHATHSL «CUHAPOM JAJIMHHOTO

QT».

CuMnTOMBI y OONBHBIX, UMHU
BbISIBJIEHHBIE!

1) BPOXKIE€HHOU HeBPaJIbHOM
ITIyXOTOH,

2) YacTBIMM TPUCTYIIAMU
MOTEePH CO3HAHUSA

3) MMeBIINX CTOMKOe

yannHeHue nHtepBaia QT Ha
IKT

. | , 4) M HaJIW4YWie B CEeMEMHOM
CONGENITAL DEAF-MUTISM, FUNCTIONAL HEART DISEASE
WITH PROLONGATION OF THE Q-T INTERVAL, dHAMHE3€ POAHBIX, YMEPIIHNX

AND SUDDEN DEATH o npuuvHe BCC.

Axton JERver, M.D., Axp Frep Laxce-Nigvsex, M.D. CuHAPOM, 00BETUHSIONINUI DTy

_ TeTpazgy, TaK U Ha3BaJkl — C-M
pnci_r OQPCJerveII u F. Lange-Nielsen. ®oT1o B3AT0 U3 ceTu UHTEpHET. Ihxepena-/lanra-HunbcoHa

i (6.




Cesarino ROMANO Owen Conor WARD
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1924 - 2008 1923 - {

Romano-Ward androme
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puc. 5.P.(G.) Romano. ®oT1o B3ATO U3 cetu IHTEepHET puc. 5. D.(O.C.) Ward. ®oT10 B3ATO U3 cetu IHTEepHeT.

® P.(G.) Romano (1963) u D.(O.C.) Ward (1964)
IpeICTaBUIN  HAOMIOJeHHUS  aHAJOTHYHOIO
CUHApPOMAa, HO 0e3 BPOXKAEHHOM ITyXOThI U
IMPUCTYIIOB MOTEPH CO3HAHMA [9].

~ ® B 4dectp HUX - ¢-M Pomana-Bapaa. Ha 2006r
&E . M3BECTHO He OoJjiee 200 MaleHToB [7,8].
\/ U \\)/
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PasBuTHe reHeTUKU

1991 I. — OTKpbITHE Keating
et al. reHa (omMOOYHOrO),
OTBEYAIOlIero 3a pa3BUTHE

IIATOJIOTUU
KaHaJIa,

HNMOHHOTIO
HA3BdAHHOTIO

Harvey-ras 1 [17]. ITosxe —

OTKPbITHE

NCTHUHHO

IIOBPEXIAEMbBIX T'€Ha IPHU
natojoruu (KCN u ap.)

Bpox AéHHbIe NPHUYMHbI
(MyTaums rexa)

LQT1 (KCNQ1)

LQT2 (KCNH2)

LQT3 (SCNSA)

LQT4 (ANKB)

LQTS (KCNET)

LQT6 (KCNE2)

LQT7 (KCNJ2)
LQT8 (CACNA1C)
LQT9 (CAV3)
LQT10 (SCN4B)
LQT11 (AKAP9
LQT12 (ASNTAT
LQT13 (KCNJS)

MpuobpertéHHble

NPUYUHDI

[lexapcTeeHHble npenaparb!
Tokcuueckve BeLlecTsa
Anxorons

HapyLueHiie 3neKTponuTHoro banaxca
Oubpunnaums npeacepaui
WHdapxT muokapaa
ApTepuanbHas runepreH3uns
Wiwemnyeckan boneswb cepaua
Kapauomuonaruu
MuokapauTsl

KnanaHble Nopoku

Mponanc MATPanLHOIO Knanaxa
CepeyHan HeNOCTaTONHOCTL
[MnepTupeouauam




cCTBONA
(WwenHble y3nbl)

\ R Y Yane! weiHo ro oTaena
: CHMNATHHECKOMD

Hapymienust putma cepaiia (rmpo6iaemsl ¢
BOJMTE/IEM PHUTMA);

HapviueHue mpoBOAYIMOCTU BO30OVIKAECHUS

(1pOG6IEMBI C «IIPOBOIHUKAMU);

Hapyinienuss Bo30yaAWMOCTH  MHOKapaa

- > (e Yanbl rpYAHOM OTAENA
(1po6ieMbl B PabOYKX KaPAMOMHUOIMUTAX); e

CTEBONG
(myaHbIE Y3Nbl)

HapyiieHusi COKpaTHMOCTH MHOKapaa
(mpo6sieMbl B pab0YNX KapJUOMHOLIMTAX).

Y30kl NOACHWYHOM
oTaena
CUMNATUYECKOm
cTBONA
(N0 ACHMYHBIE Y3 Nbl)

¥3nbl TA30B0M0
oTAEena
CUMNaTUYeCKOro
cTBONA
(KpecTUDBbIE Y3 Mbl)

HenapHbi ysen
CHMNATHHECK OO
cTeona




I[laTorenes

Genetic Functional Effects of Long QT Syndrome-Causative Genetic Variation
perturbation
of cardiac ion
channel
pore-forming
and
accessory
subunits

Phase 1
b. ‘ +30mV

1 APD, EAD
frequency, and
myocardial
electrical
heterogeneity

[ 1
£

prolongation




[Tprob6perénnbrit LQTS.

«XUHUIWUHOBBIN CUHKOIIE»

® [lepBoe ymomuHaHue - B 1964 T. Selzer m Wray [10].
B3anMOCBsI3b MeXAy IPUEMOM XHUHHUIWHA U YIJNHEHUEM
nHTepBaia QT Ha OKI He 6bU1a pacriodHaHa. [losxe 66110
IOKa3aHO BAUSHUE XUHUAWHA Ha pa3BuTre TdP [12,13].
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1966 T. - F. Dessertenne - BBén moHsitue “Torsades de
- »

pointes” OKT Tuna «mupyaT») [11]. [Ipeamnonarat, 4To

TaxXUKapAUs 00yC/IOB/IeHa pacIInpeHrneM KOMIUIEKCa

QRS.
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1999r — nopy4yeHue npasutenbcTBa CIIA yHuBepcuTeTy
GUSERT (mocsie mepeesna B Apusony — AZCERT) sausitecs
n3ydeHreM npobembl. HerHe — caliT By3a peryaspHoO
BBIKJ/IaZbIBaeT UHPOPMAIIHMIO O BIUSHUU MPeNapaToB HA
pazsutre LQTS.
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BnuaHue Ha QT

MNpenapatbi

OyeHb BeposTHO (Donee yem y 50% naLmeHToB
0OHapyXwBaeTcs yanuHeHve uxtepsana QT)

AHTUAPUTMIKM: AMUOSADPOH, AU30NMPaMMA, LODETUNMAT, MOYTUAMTL, NPOKAUHAMMA, XUHIIMH,
coranon
AHTUNCUXOTUHECKIE: TOPUAA3MH

BeposTHo (y 40-49% nauwmenxTos oBHapyXuBaeTcs
yanuHexwe uHTepsana QT)

AHTUNCUXOTUYECKIE: NUMO3UAOH, 3MNPa3ULoH

BeposTHO Y NaLMEHTOB BLICOKOrO prcKa
(Bonee yem y 40% NaLMEHTOB BbICOKOMO PUCKa
0bHapyxueaetca yanuHenve unutepsana QT)

AHTUOMOTIKM: KNAPUTPOMMLIH, SDUTPOMMLIMH, CNapBNOKCALIMH

AHTUNCUXOTUHECKME: XNOPNPOMA3IH, FaNONepUaON, NaH3anitH, PUCNEPUAOH
AHTUAENDECCAHTI: AMUTPUNTANKH, [IE3UNPAMUH, UMUNDAMUH, CEPTPANUH, BeHNadakcuH
[pyrvie: nponepuaon

ManoseposTHsie (y 40-49% nauneHToR He
0DHapyxuBaeTca yanuHeHe uuTepsana QT)

AHTUOMOTUKI: DNYKOHA30N, NEBOBNOKCALIH, TPUMETONPHUM-CyNbhamMeToKCa3on
AHTUENPRCCaHTLI: (NYOKCETUH, NAPOKCETUH

CpefcTBa NPOTUB MUTPEHW: CyMaTpUNTaH, 3aNMUTPUNTaH

[pyrvie: MeTazioH

Heso3moxHble (Gonee yem y 50% nalmeHTos
HeT uameHeHi Ha 3KI)

AHTUOMOTIKI: 33UTPOMMLIMH, LNPODNOKCALMH, KNMHAAMULIMH
[lpyrvie: uCpaguniH, HUKapaUNUH

Heu3secTHble (HeT NaHHbIX)

AHTUNCUXOTUHECKIIE: ME3OPHMAA3NH, KBETUANMH

AHTUAENDECCAHTSI: AOKCeNUH

Npyrve: XNOpoKBuMH, foMNepraoH, henbomar, dockapmes, POCHeHUTOMH, MHAANaMIAL,
MO3KCeNpun /rapoXNOPTIA3KL, OKTEPOTIA, OHAAHCETPOH, XUHUH, TAKDONUM, TaMOKCHEH,
Ba30NPECCHH




AHTHAPHTMHYECKHE

Ia, I8, Ic, 111, IV knaccel

JAuypeTuku

Kpome kanuiicOeperarommx

AHTHAHIHHAJIBHBIC

Benplmwl, NpcHHaAMHH

['mnonunuaeMuyeckue

[Tpobykon

CepaeyHo-cocyiHCThIC

Anpenanus, >peApuH, NanaBepHH, Ba3oNpecCHH,
KaBHHTOH, a/ICHO3HH H Jp.

AHTHIHCTAMHHHLIE

Tepdenaaun, noparuauH, MH30JIaCTHH, UMEPOI,
acTeMu301 H Jp.

AHTHOHOTHKH
U cynb(phaHwIaMH LI

DPUTPOMHIIHH, CTHPOMHIUH, OaKTpUM, cyibphame-
TOKCa30J1, LHNPOQUIOKCALIHH H Jp.

[IporuBoMHKpOOHBIE (U1
JIeYeHHH JIeHIIIMaHHO03a)

[MenTamMuuy, CypbMa

AHTHMaNAPHIHBIE

HaH0¢anHH, XJIOPOXHH, XHHHH, NPHMAaXHH

[IporuBorpudkoBbIe

KCTOKOH33OJ1, MHKOHA30I1, (l)HlOKOHa'_%OJl, HMH1a30J1

[TpoxkHHeTHKH

Mo3sanpuja, nu3anpun

AHTaroHUCTHI JONAMHHO-
BBIX PeLeNnTopoB

JloMriepuoH (MOTHIIAK, MOTHIIHYM)

[Icuxorponusie

Heiiponen'mxu, AHTHJICTIPCCCAHTRL IIpCIIApaThl
JHTHA, QHKCHOJIHTHKH, TPAHKBHIIH3AaTOPLI

Cepomuuuepmqecxue

KCTAaHCCPHH, SHMCIIJITHH, Teracepoa

NMMyHOCYNPeCcCanTsl

TaKPOIIUMYC

Jpyrue npenaparsl

deHunaMuH, KOKauH, OYIUITHH, XJIOpaIriapar,
renapuH U Jip.




S3aKJIFDYeHUe

[lepBblie onricanus cumntTomoB LQTS, HaliieHHbIe HaMU, JATUPYIOTCS
XIX BeKowM;

B 1957 1. A. [lbkepen u . Jlanr-Hunbscon BBemu moHsaTre “long Q-T
syndrome”

1966 1. - 1966T. F. Dessertenne BBén nmousitue «torsades de pointes»
1991 I. — TTIOMCK ¥ HaXOXK/IeHHe MPUYNHbI TTaTO/IOTUU Ha YPOBHE T'€Ha;

1999 . — GUSERT HaumHaeT n3y4ars BausiHMe papM MperapaToB Ha
passutue LOQTS.

HeiHe B coBpemeHHbIXx amnmaparax OJKI BeicuMThIBaeTcst JaMHa
nHTtepBasia QT. Kapauosmoru, opyreHTUPYSICh Ha 3TU JaHHbIE, MOTYT
OMHUPATHCS B BBIOOPE Tepanmuu. YTO KacaeTcsl IPYTruX CIenuaTrcTOB,
MaJIo KTO U3 CITeIIUaIMCTOB TP BbIOOpE TepPATUM OMMHUPAETCS HA DTOT
MoKa3aTesb. [.K. PACOPOCTPAaHEHHOCTb 3TOM mnarosoruu B PO
HEU3BEeCTHA, TPYAHO CKa3aTh, HACKOJIBKO CepPbhE3€H dTOT HeJOYeT.
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