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CvuHOpoM BHe3anHOU CMepTu 'y
AeTen U NoapoOCTKOB

5% Bcex criy4yaeB cCMepTu OeTEN
(1,5—-8,0 Ha 100 000 B ron).

OT1 5 000 go 7 000 BHeLWIHe 300pOBbLIX AETEN B
CLA exerogHo ymuparoT BHe3arHo

Y cnoptcmeHoB 1 13 50 000-100 000 HaceneHus
2,3% ymepLimx B Bo3pacTte o 22 net

0,6 % B Bo3pacTte oT 3 Ao 13 nert



KoHrpecc kapanonoroB
paboyasn rpynna
EBponenckoro obwecrsa Kapauonoros
(EOK)

Ctokronbm, sHBapb 2003

- 13 % cny4aeB cMepTu BO3HMKAIOT BHE3AMHO,

- 88 % 13 Hux npeponpenenensl BCC.

- B eBponencknx ctpaHax exxerogHo BHe3arnHo
n HeoxxngaHHo ymupaet 1 n3 1000 B3pocnbix

nuu.



e 20 % HacTynaert BO
BpeMs 3aHATUN
CNOpPTOM

e 30 % BO Bpemda cHa
e 50 % BO BpemH |
604pCTBOBaHUS — ’ - —50%

20%

3aHsTua cnoptom M con I GoapcTBOBaHMe



«BCC

“‘ecmecmeeHHas cMepmseb 8 pe3yribmame
cepOeYHbIX MPUYUH,

Komopou rpeowecmeyem sHe3alHas
rnomepsi CO3HaHus,

Hacmynaem 8 me4yeHue 1 yaca riocrie
Hayasia ocmpbIiX CUMITMOMOS8;

803MOXXHO Oua2HOCMupPo8aHHoOe paHee
3abornesaHue cepouya,

HO gpeMs U crnocob HacmynneHUs cMepmu
HEeOXUOaHHbI".

EOK, 2003



e 146.1 - BHe3anHaga cepaeyHas cMepTb
(apuTMUn4YHas) (CMepTb, KOTOpasa HacTynuna B
TeyeHue 1 4yaca nocrie nogBneHns nepBbIx
CUMMTOMOB 3ab0rneBaHnUa UM CyLLLECTBEHHOIO
yXyOLweHns COCTOSAHUA DONbLHOro Ha oHe
CTabUIIbHOro XpOHUYECKOro xoaa 3abonesaHus),

o 146.9 BHe3anHas cepagevHasa CMepTb
(HeobpaTumas),

e 145.0 c BO306HOBNEHNEM CcCeEpaEYHOMN
NeATenbHOCTU:

brdpunNnAaLUsa Kenygo4KoB;
aCUCTONUS;
aneKkTpoMexaHun4yeckas guccouuaums



[MpnyYnHbLI CMepTU y aeTen
cTaplwiero Bo3spacTra
Npu HaNnU4YNU opraHNYeCcKomn
naTonornn

;20%
o

bnbpunnauma xenyaoukons H Op. NPUYMHDI



Punopunnaumnsa
Xernyno4vKkoB

doopma cepaevHoun
apuTMum,
XapakTepmaytowiasacs
NOJSTHOWU
aCUHXPOHHOCTbLIO
COKpaLLEeHus
OTAENbHbIX BOJTOKOH
MUOKapOa Xenygo4ykos,

obycnoBnuBaeT yTpary
9PPEKTUBHON CUCTOSbI
N cepaevyHoro
BblOpoOCa.



[1lo yacToTe - MepuaHue n TpeneTaHue

MepuaHune Xenyao4ykosB - HeperynsipHble BOSIHb
c Yactoton go 400-600 B MMH pasnnyHoU
aMnnnTyadbl U POPMbI

TpeneTtaHue Xenyaoo4ykoB - perynapHole,
CuHycounaanbHoM oopMbl BOMHbI C YaCTOTOWU OO0
300 B MMH. OCcHOBHOW NpU3HaK - OTCYTCTBUE
N303M1EKTPUYECKOUN NTUHUMN.

MenkoBonHoBas, KpynHososrnHoBas XK -
aMnnuTyaa nNpeBbIlLaeT SMM



o NepBUYHaAA DX - scnencrseme octpoii
KOpOHapHOW HeQOCTaTOYHOCTH

o BTopu4yHaa ®X npossnsercs
MEJIKOBOSTHOBbLIM MepLaHneM Xenyao4koB U
BO3HUMKAET Yy OOMbHbIX C TSXENBLIMU
nopaxeHnssmMmu cepaua n cocynos (OOLLMPHbIN
M, nunataumoHHasa KapavomuonaTtus,
Ll,eKOMI'IeHCI/IpOBaHHbII/I NOPOK cepALa, MHCYINLT),
C XPOHNYECKOWU NEro4YHO-cepaevyHOU
HeagoCTaTOYMHOCTbIO, OHKONMOrMYEeCKUMMU
3aboneBaHUsMMU.

OPPEKTUBHOCTb AePpmbpmnnnaunm HM3Kas.



Pudopunnauusa xenypoukon (PX)

o ®)X 03Ha4aeT ocTaHOBKY KpoBOODOpALLEHNS U
paBHOCUIIbHA CMepPTU, eciin He NPoBOAUTbL
KapgunopeaHMMaunoHHbIe MeponpuaTug.

o bonee yem 90% cny4yaeB ocTaHOBKM cepaLa
obycrioneHo ®XK, N0O3TOMY HEMPAMON Maccax
cepaLa, anekrpnyeckyro necdoundbpunnaumio, MBI v

NEeKapCTBEHHYK Tepanuio HavynHatrot HeEMe O JNIeHHO

Ao IKI - noaTrBepxaeHuUs.




Oedounbpunnaumna - ocHOBHOM Crocob nevyeHus
X (nepsbin paspsaq - 200 [k, stopou - 300 [Ix,
Tpetun - 360 [Ix)

AnpeHanuH 1 mr B/B (Npu oTcyTCcTBUKN 3dpdekTa
BBeeHMEe NOBTOPSAIOT KaXable 5 MUH)

[ToBTOpHas cepusa aedpmndbpunnaumn (3 pasa no
360 [Ox) - yepe3 1 M1H nocne BBeOeHUS
agpeHanuHa

INnpgokaunH 50-100mMr B/B CTPYUHO, Npun
OTCYTCTBUM 3appeKkTa Yepes 5 MUH crnegyet
NOBTOPUTb O03Y.



[IpUYMNHBLI CMepPTU y aeTen
Mnaglliero Bo3pacTra

88%

1 2%

™ acucronus ™ Op. NPUYUHBI



o ACWCTONKSA XEeNya04KOB ===?1= E
- IpekpaLlleHme Py g B
9NEKTPUYECKOU U ===iﬂ=='-'= =

7 o
MEXaHNYECKOM
aKTUBHOCTMU EE !E! ;
KENYA0YKOB, OBbIYHO EE - i
I

BCEero cepaua,
OCTaHOBKa cepaua.

e ACUCTONUA XKenyaoouKoB
NpPUBOOUT K
NpeKpaLLeHuUIo
KpoBOOOpaLleHns n
KNMUHUYECKON CMepPTMW.



IeTn c noBbILWLEHHbLIM PUCKOM
HacTtynneHusa BCC
(nepBbIN roa XXN3HW)

BI'NC aykryc-saBucumMble

BI1C (conpoBoxaatoLimeca neperpyskoun
OaBneHnem n obbLemom npaBoro 1 f1eBOro
XXEenyao4KoB, NErovyHasa runepTeHsns).

[lepBbIiV rog XM3HN - CUHOPOM
yonnHeHHoro QT (10%)

MwnokapanThl



IeTu c noBbIWEHHbLIM PUCKOM
HacTtynneHusa BCC

(nocne nepBOro roga >XU3Hwu)

MwnokapaunT

[MnepTpodunyeckaa kapanommonaTus
AHOManNnMn KOpoOHapHLIX apTepun

AHOManumm cncTemMbl NPOBOANMOCTH
[Tponanc muTpanbHOro KnanaHa

AHEBPU3MbI aopPThbl

BIC, Bkntovyasa noctonepaymoHHbIX DOMbHbIX



e BaxxHOu 3agaden ABNAETCH
noeHTUndoukaums OeTen, KoTopble BHeLUHe
300pPOBbl U aCUMINTOMATUYHbI,

e HO aHOManNuu cepaua KOTOpbIX TpebyroT
OTHeceHus ux K rpynne pucka no BCC.



[MpnunHbl BCC

TeTpapa ®anno (6%, 3mec-20 e
ner)

TKMA (8%)
EAVMHCTBEHHbIN
Xenyaouek
CTeHO3 aopThbl
CuHapom Oun3eHMeHrepa o

NepBUYHaa nerovHas .
runepTeH3us

BI1P kopoHapHbIX
apTepun
NMocneonepauynoHHas
Gnokapa

ApI/ITMOFeHHaFI Ancrna3nd
MpPaBOro Xeryago4ka

[NepBnYHas BEHTPUKYNSipHas
Taxukapams

BpoxpoeHHasa Onokaaa
cepaua

Cvnppom MapdaHa
CoTpsaceHune cepgua
CvHgpom WPW

CuHapom yannHeHHoro QT
Kapguomunonarug
MuokapauT

Onyxonu cepgua



MwuokapauT

e B 20—40 % cny4aes npunumnHon BCC

o [lopaxeHune cepagua npu mmokapauTax.

e [IPpOBOAALLAA CMCTEMA C BOSHUKHOBEHUNEM
brnokaa Pa3JiIM4HOIo ypoBHA U CTEMNEHU

e COBCTBEHHO MMOKapaa C pasBUTUEM
XKEenyngovkoBOU Taxmkapaun.

e [1pn 3TOM KIMHNYECKME NPUSHAKU
cepaevyHon HegoCcTaTto4YHOCTU MOTYT
OTCYTCTBOBaTb.



BIC

rneroyHag rmnepreH3ns
(npn c-Me dnseHmMmeHrepa puck — o1 15 1o 20 %) .

dopTalibHble Ui Cy6aO_DTaJ'IbeIe NpendaTCcTBUA

CTPYKTYPHble aHOManuu cepaua, kotopble

HE MOTYT ObITb MOMTHOCTHIO NCMPABAEHbI
XUPYPINYECKUM NYTEM.

Ha OKI - npu3HaKn enyao4yKkoBOW Neperpysky n/mnm
HapyLIEeHNA penonsapusaLmu.




Bl1C

e Cpeaun peten nepBoro roaa
XXWU3HM BHE3arnHasg cMepThb
O0ObLIYHO Bbl3BaHa AYKTYC-
3aBUCUMbIMM
KOMOMHUPOBaAHHbLIMU
LUAHOTNYECKNMU
BPOXXOEHHbLIMUN CEPOEYHBbIMU
NopoKaMmMu.

o [laumeHTbl c TeTpagoun danno,
KOTOpbIM Oblifna caenaHa
BOCCTaHOBUTESNbHAA ornepauus,
NMEIOT PUCK BHE3AMNHOWN CMEPTU
% B nepuopn ot 3 mecsues ao 20
net. BCC npu tetpage ®anno
OOBSACHSIOT pa3BUTUEM
XXenyao4ykoBon apuTMUN.

hyperirophy




e [lpoABNAIOTCA Neperpys3kou gaBrieHUeM
N 06 bEeMOM NMpaBoro u fIeBoro

XKenyao4koB.

e [lopaxeHHble Kamepbl CTAHOBSATCS
ANCPYHKLUOHANBbHBLIMU U CKIMOHHbI
K >XWU3HeyrpoXaemMmbiM apUTMUAM.

ULWLEMWUA —
— BEHTPUKYIIAPHAA TAXUAPUTMUA -
- PUbPUIMNALUUA



BIC

e HenpaBuIlbHOE
OTXOXOEeHWe npaBou
KOpOHapHOW apTepumn oT
NyribMOHalbHOW, yXXe B
nepBble MecCSsLbl XXU3HU
BO3HUKAET UlemMungd
MuoKapga c
nocnegyoLwmm
MHMAPKTOM MUOKapaa.

e B nocronepaunoHHOM
nepunope BIC -
HapyLLUeHUA puTMa n/nnu
npoBeaeHNs], KOTopble B
aanbHeNWeM CTaHOBATCH
ocHoBHoM npuymnHon BCC.

MNpasan
KOpOHapHan
aprepus

KOpOHapHasa
aprepua

Drudarouwan
RpTepua us
NCTEMbI

Nesan KopoHapHan
aptepus

Mpasan
KOpOHapHan
= aprtepus




[MonHbIN BPOXOEHHLIN

aYPUKYITOBEHTPUKYNAPHbIN OOK
(BAVC)

BAVC — 1: 20 000 (bpagukapaouns)
MaTepu ctpagator CKB
[OnarHo3 yctaHaBnuBaeTtcsi no IKI.

Kakum Obl He 6bin1 Bo3pacT pebeHka
BpoxaeHHbl BAVC aBnaetcs goopmanbHbIM
NoKkasaHMeM K UMNAaHTaLuum CTUMynaTopa.
(+cuHKone).




[[MnepTpodmnyeckana KapgnommonaTus

e 113500 B nonynaumn CLLUA.

e B 50% cny4aeB nMeeTcsa y gpyrux 4rneHoB
CEMBbMW.

o« BCC perucrtpupyetcsa B Bo3pacte ot 15 go
35 ner,

e Halle y ManbiMkoB

e BO MHOMMx cny4yasx siBNsieTcsl rnepBbIM
KITMHUYECKUM NPOSABNEHNEM
3a0o051eBaHunS.



40 % peten oTMevatroT YTOMSIAEMOCTb U OAbILLKY
npun dunsnveckom Harpyske.

Y Bcex geten BbICNYLUMBANCA CUCTONNYECKNN
LLIYM,

y 43% — pacluMpeHmne NnepkyTOpPHbIX rpaHnLL
cepaua BneBso.

Y OonblMHCTBaA AeTen oTMeYanucb pasfnyHole
HapyweHns IKI (rmnepTpoduns oTaenos
cepaua, HapyLleHue penonapusasmnu,
yannHeHne nutepsana QT).

Y 25% peten Habnwganucb KNUMHUYECKU
3Ha4YNMbIE apPUTMUMN.,



e D-NNETHAA BbI)KMBAEMOCTb NMaunueHToB
cocTtaBnget 34—66 %,

e 1/3 U3 HUX yMunparoT B TedeHne 1-2 net
nocne KnnmHun4yeckoro aedrota 3abonesaHus.

o Hanbonee kputmnyeckmum ans KnsHu
NnepmoaoMm ABMAKTCSA NepBble 6 MEeCcALIEB.



[[MnepTpodmnyeckana KapgnommonaTus
(npopomnxeHue)

BeHTpuKynapHas runeptpodmns NeBoro Xenyagouka.
TOSILLMHY MEXOKeryao4koBoW neperopoakn 3 cm u bonee;

CHWXXEHMEe apTepuanbHOro gasrneHns unu HeagekesaTHoe
nosbllweHne (MeHee 20 MM PT.CT.) B OTBET Ha Harpysky B
BEPTUKANbHOM NOMOXEHUU;

NapoKCU3MbI Xenyao4koBOW Taxmkapanu, gaxe KOpoTkme U
beccnMnToMHbIE, BhisiBrigeMble npu peructpaumm XM 9K ;

Hanu4ne Opyron BpoXxaeHHOM natonornu cepgua (MbllleYHble
MOCTUKN Had KOPOHaPHbLIMU apTepUAMN, OOMNONHUTENbHbIE
nyTWU NpoBeAeHUA UMMNYNbCOB BO3OYXOEHUS).

cBUAEeTeNnbCTBYHOT O HaNM4um 6onee BbICOKOIo
pucka passutusa BCC



[TporHOCTUYECKM HEDONaronpUATHbLIMU
doakTopamu BCC npu [ KMIT

o CuHKOME B MONOOOM BO3pacTe

e BHe3anHaa cmepTb OT cepaeyHbIX
3aboneBaHU B ceMenHoM aHamMmHese

o« Hanbonee HebnaronpuATHbLIN NPOrHO3
crnenyet oxuaaTb Y O0SIbHbIX, UMEIOLLNX

2 1 bonee U3 nepevncrieHHbIX hakTopoB




eBBMOy OTCYTCTBUA B HACTOSLLEE BpeEMA
AoKa3aHHOoro aTuoTtponHoro neveHna OAKMI1
yCUnua tepaneBTU4eCcKnX MeponpuaTun
OOJTKHbI ObITb HAMpPaBnEHbI

e Ha NPOMUNAKTUKY U YCTpPaHEHUE
cepaeyHon HegoCTaTOYHOCTMH,

e Ha aHTMAPUTMUYECKNE MEPONPUATUS,

e MMWHUMN3ALUMIO PUCKA
TPOMDOIMOONTNYECKNUX OCITOKHEHUIA



MaononaTunyeckasa peCTpUKTUBHaSA
(obnutepauuoHHas) KapamomumonarTus

e XapaKTepHO CHWXeHUue PacTAKUMOCTU
PUrMaHbIX CTEHOK NMOSIOCTEN Xeryao4uKkoB

cepgua B pesyrnbrarte aHAOMUOKapananbHOro
donbpo3a.

e 3aTPYyAHAETCA AMacToSfIn4ecKoe HarnosfHeHue
XKEenyao4ykoB, YTO NPMBOAUT K HAPYLLUEHUIO
cepgevyHon n BHecepaevyHon reMogmHaMuku, u
9TO MOXET CTaTb MPUYUHOUN PaA3BUTUSA

BHe3anHOU OCTaHOBKU KPpOBOOOpaLLeHNA U
BCC



[lpaBoXxenygo4vkoBass apuTMOreHHas

KapanomMmumonatus

(3ameLieHUEe MbILLEYHOU TKaHU NMPaBOro Xxenyaodka
XUPOBbIMUN OrfiLLKaMM).

Hanbonee 4actasa npunynHa BCC y nuy
Monoxe 395 rer.

PacnpocTpaHeHHOCTbL B nonynauuu
coctasnget 0,01-0,1 %,

BbiaBngaemMocTb O4eHb HU3Kag.



e Cpean 60 nogpocTkoB NPU3bIBHOIO BO3pacTa, y
KOTOPbLIX NPU CYyTOYHOM MOHUTOpUpoBaHun IKI
ObINN BbISIBMEHbI YacTagq Xenyao4koBas
9KCTPaCUCTONUS U/UNn KOPOTKMUE NAPOKCU3MbI
xenygodykoBon Taxukapammn (PKT), nodytny 10 %
C MOMOLLbIO MarHUTOPE30HAHCHOW TOMOrpadum
bblna anarHocTupoBaHa manas popma
NpaBOXenyao4koBon KapanommonaTum

o« Task Force Report. Sudden Cardiac Death // Eur.
Heart J. — 2001. — N2 22. — P . 1374-1450



[lpaBoOXenyaoykoBasa apUTMOreHHas
Kapguomuonartusa (npoaorxeHue)

[ pynny noBbileHHOro pucka BCC
COCTaBnsAT OOMbHbIE,

nvetome andpddysHoe nopaxeHme
NpaBoro Xenyagoyka

(0cOBEHHO B COYETAHMUM C BOBNEYEHUEM
N1EBOr0 Xenyao4ka), OTAroweHHbIN
ceMeWnHbIV aHaMHe3,



HapyweHna BeHTPUKYNAPHOro
pUTMa

e CnHapom de Brugada - bnokagbl npaBoOn HOXKU
nyydka ['rca (BKkrno4as npexoasulyto onokaay) v
noobema cermeHTa ST BV 1-V 3.

o Cnyyaun BCC 3apernctpmpoBaHsbl
NPEeNMYLLLECTBEHHO Cpean MYXYMH B BO3pacTe
OT 6 MecaueB 00 74 nerT.



CuHapom de Brugada

o [EeHeTn4eckme nccrnegoBaHust BbISBUNU MyTaLnm
reHa LQT3, perynupyroLwero TpaHCnopT MOHOB
HaTpua Yyepes KreTouyHyto memopaHy (SCN5SA).

e [lnarHos yctaHaBnmBaeTcsi Ha OCHOBaHUM HanNnU4ynsi B
cembe crny4vaes BCC,

e Ha3HavyeHne aHTapUTMNUYEeCKnUX cpeadcTs Npwu
cuHgpome bpyraga HeaddpeKkTUBHO. HanpoTums,
BCrieacTBue nx npumeHeHua (npenapartsl | Knacca)
COMHUTESbHbIE N3MeHeHNA Ha IKI
TpaHCHOPMUPYIOTCA B MaHUJIEeCTHbIE [8].



KaTexonaprunyeckue
BEHTPUKYNSPHbIE
Taxukapaum (TV)

o [lOBTOpPHLIE
CUHKoMNe
NnpoBoUnpyemble
ycunmem unu
AMOLMNAMMN.




KaTtexonapru4yeckue
BEeHTPUKYISpHble Taxukapauu (TV)

(npopomnxeHue)

o 30% gaBngarTCcH
ceMenHbIMU /

e MyTauun B reHax
KOOAVPYHOLLUX MPOTEUHI
He3aMeHUMbIe A1
BbICBODOXOEHUS
KanbLug
capKonnasmaTnyeckou
ceTbto (BO3bYyXAeHMe-
COKpaLlleHue).




KaTtexonaprunyeckue
BEeHTPUKYNApPHblIe Taxukapaum (TV)

(npopomnxeHue)

3anasabliBaeT NoCTaHOBKa AuarHosa —
KapgunanbHoOe MPOUCXOoXOeHNe CUHKoNne —
KNMHU4Yeckoe obcnegoBanme, axorpadpus n KM
HOpMarsbHbIl, pacLeHNBAKT KaK anunenTukoB Un
NCTEPUKOB.

IBonoumnsa be3 neyeHna 3akaH4YMBaeTCa BHe3anHou
CMepPTbo A0 AOCTUXKeHUsA Bo3dpacTta 20 ner,

IleveHne Oeta-bnokaropamy U3MEHSIET NPOrHO3 Y
9TUX MaLMEHTOB.



o[1lpn npeBbILLEHUN
onpeneneHHoro CMHycoBoro
YCKOPEHUA OTMEeYaeTCs
NnosiBNIEHNE BEHTPUKYNSAPHBIX
SKCTpacucTos Bce bonee
MHOIOYMCIIEHHbIX U
NONIMMOPMHbIX, CTAaHOBATCH
2HanpaBneHHbIMU; 3aTEM
noaABnATCA nornmmopdHblie TV, &
CnocobHble NepenTn B i
BEHTPUKYNAPHYIO
nedpmndopmnnnauuto.




CvHpgpom Bonbda-
[TapkmHcoOHa—YauTa
(WPW)
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- 0,1% y peten




Cunpgpom Bonbda-
NMNapknHcoHa—YauTa
(WPW)

Hann4ymne OOnONHUTENbHbIX
aHOMarsibHbIX NyTen NnpoBeaeHUs
9JIEKTPUYECKOro umMnynbca ot
npeacepanu K xenygoykam —
ny4yku KeHrta

ny4yok KeHTta npoBogut
ariekTpuyeckme nMnynbCbl ropasao
bbicTpee, yem AB-y3er, noaTomy
BO30yXXAeHUe XXenyao4KkoB npu
cuHgpome WPW HauuHaeTcs
Mo4TH cpa3y nocre
aenonspuvusauuuv npeacepavn.
OTO BEAET K PE3KOMY YKOPOYEHUIO
nHtepsana P— Q ( R ), meHee
0,12 c, uYTO aABnNAEeTCcCA OAHUM U3
BaXXHEULLMX NPU3HaAKOB
npexaeBpeMeHHOro Bo3dyxaeHus
XKenyago4ykoB

LonoannTensumi
nywox Hewra

MNperacspenennce 6
8036 yABHHE
menyaAouna

Puc. 6.28. ®opmuposanme DK npu curnpome WPW,

Bosbyxnenue no gononHurensHoMy nyuxy KeHra NpoBOAMTCH K XKenynoukaMm 6bic
pee, yem no AB—yany, o6pa3ys NONOJHUTENLHYIO BOJIHY AENONAPH3aLMH 6a3a/IbHBIX
OTNENOB XeNYROYKOB — A—BONHY. MHTepsan P (O R) yxopoueH, a inrensHocts QRS
yBemyena. B nannoM npumepe P ((R) coctasnser 0,1 ¢, QRS (BmecTe ¢ A—BOMHOM)
0,15 c. O6wsicHenNE B TEKCTE
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Puc. 6.29. SKTI npu curapome WPW.
[TonoxuremHas A—porHa 8 orsepeHmax I, V, — V, u oTpuuarenshas A—Bo/HA B OTB

reruax II, Il u aVF, yxopouenue murepsana P—((R) u yBeamyeHMe NPONOSIXH
reTHOCTH ORS.



BCC MONoabIX NKOOEWN.
3AHUMAIKOLLUMNXCA CMTOPTOM

Hepacno3HaHue Unun HeagooueHUBaHue
naT. COCTOSHUN 00 Havana 3aHATUU

cropTom
(mopoku cepaua n cocynoB, KapanomMmmonaTum,
CUHAOPOM yaAnnHEéHHoro QT )

OcTpble naTornornyeckne CoCTossHUA BO
BpeMs 3aHATUU CMOPTOM

(- ocTpoe nepeHanpsixeHue 340pPOBOro cepaua,
nposiBnsiroLieecs
ocTpou auctpodpren MmokKkapaa)



BCC monoabix nogeu,
3aHMMaKoLLUXCA CMOPTOM

/ ;
z A )
DY %
y
P
z e
1 ;
R
e

e 10— 25 % CKOPOMNOCTUXKHbIX
CMepTen HaceneHms B
LieNomM.

o bonbline pusmnyeckme
Harpys3ku yBenn4nBatoT pUCK
BCC B 7 — 10 pas.

e ¥ 513100 000
CNOPTCMEHOB UMEIOT
npegpacnosnaratoLine
doakTopsl.




CoTtpsiceHue cepaua

Nrpoku B xokkeun, bencoon,
raHaoon

[Tocne Tynoro ygapa no
rpyaHOU KneTke

YOoap BO BpeMSA 3NeKTpUYecku
paHMMOoro rnepuoga
cepAae4yHoro uukna

KusHeyrpoxatrouiasa apmtMuns
- BEHTPUKYNdApHaa Taxukapaus
nnun pubpunnauns

3aluuTta rpygHou KneTku




AHaMHecTU4YecKue ceeaeHus

o BHe3anHaa cmepTb y poaACTBEHHUKOB
nepBOW CTENEHN poaACTBa

e Y 16 % monogbix nogen, ymepLumx
CKOPOMNOCTUXKHO, B CEMEWHOM aHaMHe3e

Obinn cBegeHnst 0 BHE3anNHOW CMEpPTU
POOCTBEHHMKOB.



KITMHUWYECKUE NPU3HAKW

e bonb B rpyan (npu dpmsnyecknx Harpyskax, He BNUSIOT
OBVKEHUS, BOOX, Nanbnauus)

e CuMHKOManbHbIE COCTOAHUA (6e3 npoapoma, ¢ yyalleHnem
cepaedHoro putma)

e« HenepeHocumocTh / nnoxas NnepeHoCUMOCTb
don3nyecknx Harpy3ok

TPEBYIOT
HEMEOJIEHHOIO OBCIIEOOBAHUA



XapaKkTepucTuKn CUHKoNanbHbIX COCTOSHUN Y

pebeHKa

MexaHu3m Ba3zo-BaranbHble YAanuHeHHbin QT,
TV nonnmMmopdHble,

BAVC, WPW
O6cTositensctea  JKap, Tonna, dusunyeckas
anuTternbHoe Harpyska, aMmouumu
NnoJioXkeHue cTos
Mpoapom ++ 0
PaHeHus Penoko PaHeHus nuua
[ON1TenbHOCTD <1 MUHYTBLI > 1 MUHYTBI
KoHBynbcum Penkue EcTb

Puck HeT BHe3anHasa cmepTb



MeToAabl uccrnegoBaHUS

o OKI B nokoe (cnmHycoBas bpaaukapaous,
yannHeHue nHtepsana Q-T);

o OKI BbICOKOro paspelleHuns (BblaBneHue
NO34OHMX NOTEHLMANOB Xenyao4ykoB);

o fonnnep-9xoKl (nsmeHeHne gnacTtonn4yeckoun
doyHKunm mmokapga, BI'C);




o XONnTepoBCKOe
MOHUTOPUpPOBaHUE

UCC B nepuog cHa,

B nepuoa 6oapcTBoBaHUSA nay3bl
putma 6onee 1100 mc;

NPOOOIMKNTENBHOCTb
KOppUrnpoBaHHoro nHtepeana Q-T
(6onee 440 mc (460 mc));

e [nutenbHaa cnopagunyeckas
3anucb IKI n aytotpaHcnauua K
No TeneqgooHy.




MeTtoAabl
uccrnegoBaHumsa |-

e TUNT-TECT (aganTaumsa bapopeLenTopoB B perynauum
pUTMa cepaLa rnpu nepemMeHe NosioKeHua tTena
pebEHKa; Ha crieunanbHOM CTOMe rnocne dukcaumm
OKI-anekTpoaoB NpoBoaAT cHATME DKI pebeHKy
Noo4YepeNHO B rOpNU30OHTaNbHOM MNOMOXEHUN Tena
pebeHKa, C NOAHATLIM rOSIOBHbIM KOHLIOM U
onyweHHbIM Ha 30 rpagycoB; NaTtonornyeckomn
peakLunen Ha TUNT-TECT CHMUTAIOT pa3BUTUE
bpagnapuTMum Npu cosgaHnm NacCUBHOIO
OPTOMOSIOXKEHUSRA);



Pe3ynbTatbl NPoOLI C
donanvyeckoun HarpysKkoun

e 3HAUMTENbLHO Yalle PerncTpupyroTca y
BOIMbHbLIX, KOTOPbIE MOTYT BbIMOSTHUTb TOMbKO
HeDONbLUYIO Harpys3Ky.

e HebnaronpuatHaa nporHocTuyeckas
3HAYMMOCTb MOABNEHUA apUTMUIN NPU
npoBedeHUN TecTa C PU3NYECKON Harpy3Kou.

o OOHapyxeHa 3Ha4YMMOoCTb yarmHeHusa QRS-
KOMMeKca Kak dpaktopa pucka Bbl3blBaEMbIX
nwemmnen XXT (nommmo TpaanuumMoHHON
genpeccuun cermeHTta ST)



MeToabl nccrneaoBaHUSA

nccnegosaHue ®B;

peHTreHorpadgpumsa opraHoB rpyaHou
KNeTKu;

onpepeneHve pH B nuweBoae

CICIINClN



UHTepBan QT

e LleHHbIn HenHBa3nBHbLIN Mapkep BCC

e HeunHBa3uBHbLIN Mapkep BPOXOEHHOro cuHapoma
YONVHEHUS penonsapusaLnm xXenyno4kos.

e BHE3arnHoOM apuTMUYHOM CMEPTU MO AaHHbIM
XONTEPOBCKOro MoHnTopuposaHusa IKI
HenocpeacTBEHHO NpeaLlecTByeT
HenpoaormknTenbHoe yanmHeHne nHtepsana QT.



ECG
Intervals
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Prolongation of the QT interval.
(QTc > 460 msec)

arrhythmia
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Q71- interval

torsades de pointes




OnuntenbHoCTb MHTepBana QT

3aBUCUT OT YaCTOTb! cepaeYHbIX COKpaLleHUU U
nona nauuveHTa.

Ucnonb3yroT He abCOoNTHYIO, a

KoppurmpoBaHHyr© BeJIN4YNHY
nHtepBana QT (QTc),
KOTOpYHO pacuuTbIiBaloT no copmyne basetra

e rge: RR paccTtogaHne mexay cocegHumMu
zyouamun R Ha OKI B cek.;

e K=0,37 ona myxunH n K= 0,40 anga
YKEHLUMNH.



Y BN =

Normal QT interval

JJ\_/\_,J\_/\_

Prolonged or abnormal QT interval

YonuHeHue nHtepBana QT
OVNAarHOCTUPYHOT B TOM Crlyvae,
ecnu AnNuTenbHOCTb

QTc npeBbiwaeT 0,44 c.



Oucnepcua umHTepBana QT

pasHuLa Mexay
HanbonbLLEN N HAUMEHbLLEN
ONNTENbHOCTLIO MHTepBana QT B
DA3HbIX OTBEAEHUAX

12-KaHanbHOro
aneKTpoKapauorpada

1 QT = QTmax - QTmin



MeToouka BbissBneHunsa gucnepcum QT:

pernctpauna ctraHgaptHon OKI B TedeHue

35 MUHYT Npu CKOPOCTU 3anunucu 25 mm/yac.
icnonb3yloT TakKe XonTepoBCcKoe
MOHUTOpUpoBaHme IKI, 4To no3BondeT
aHannanposaTb KorebaHua gucnepcumn

QTc (QTcd) B TE4YEHME CYTOK.



Oncnepcua mHtepBana QT

e Mpu pguncohpyHkuuum JIXK aucnepcua nHtepeana
QT pacTtet go 85-100 mc n 6onblue, 4TO
cBuaeTenbCTBET 00 3/IeKTpNYeCcKoOU
HeromoreHHOCTU MMoKappga, yBenmm4eHUn
HeoAHOPOAHOCTU penonsapusaumm un
CKNOHHOCTHU K pa3BuTtuio XA

o OOHapyXxeHO oOoCTOBepHOe yBennyeHue
pucnepcun nHtepsana QT B HOYHbIE U paHHUe
yTPeHHWe Yyachbl

e HeT ogHO3Ha4HbLIX pekoMeHOauMn OTHOCUTENBHO
onTUManbLHOro MeToda uccrnegoBaHMs Aucnepcun
penonapusaunm Xenygqovkos B NoBcegHEBHOW KIMMHUYECKOMN
NpaKkTUKE N ee HopMaribHbIX NoKasaTenen. 3ToT napamMeTp
He cpaBHMBArcsa Kak npeaunktop passutuio BCC.



o YBenunyeHmne gucnepcum nHtepsana QT
(bonee 47 MC) MOXET ABMATLCA
NPEeauKTOPOM pPa3BUTUA apPUTMOIEHHbIX
CUHKOMarbHbIX COCTOAHUN Y DOMbHbIX C
aopTasibHbIMU NOPOKaMu cepaua.



CuHppom yannHeHust uHtepsana QT

B cCoO4YeTaHnu C

o YIpOXatoWnUMN KXNU3HU MONMMMOPPHBLIMU
XKenyoo4vkoBbiMU Taxmkapanamu (torsade de
pointes "nunpyat").

e KITMHMYECKN MPOSABASAIOTCS 3nNn3oaamu
noTepu Co3HaHUS.

e Hepenko 3akaHudumBaroTcs dondpunnaumen
XKEnya04KkoB, ABMSIIOLLUXCS

HenocpeaCcTBEHHOW MPUYNHOMN BHE3AMHOMU
CMepPTN.



dbubpunnaumua xxenygodukons

Taxukapaua ¢ HenpaBuUIlbHbIM PUTMOM U LUMPOKNMU
NONMUMOPMHbLIMU XXenyao4YKOBbIMU KOMIMMEeKCaMu;
XapaKTepHa TunmyHasa cmHycoupanbHas KapTUHa,
rpynnbl U3 ABYX U Ooriee Xeryao4KoOBbIX KOMMNJIEKCOB C
OOHUM HanpaBfieHneM CMeHSTCA rpynnamu
KOMMJIeKCOB C NPOTUBOMNONOXHbLIM HafnpaBfieHUueM.
YCC — 150—250 muH.

Mapokcuamy yacTo npealwecTBYeT YepenoBaHue
ANMUHHBIX U KOPOTKUX UUKnoB RR.

[MpucTynbl 0OLIYHO KPAaTKOBPEMEHHbI, 0AHAKO UMeeTCH
pUCK nepexoaa B pmopunnnayuuio XKernyno4vykosB.
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CuHapom yanuHeHHoro QT

e Y OE€TeN OOQHO N3 NepPBbIX MECT KakK
npu4nHa BHE3aNHOWU CMepPTU

o« CMepTHOCTL Oe3 nonyyeHus
neyeHnda — 60% B TeuyeHue 10 ner.




CuHapoM yannHeHHoro Q

o BpoxageHHble dopMbl

o [1pnobpeTeHHbIE POopMBbI
» [1lpnem nekapcTBeHHbLIX NpenapaToB
» MeTabonuyeckne HapyLLEHUS
» [lpumeHeHne guet

e CMHKONanbHblIe hOopPMbI
o beccHKonanbHble pOopMbI



[1pn BO3HUKHOBEHUN

CUHKONanbHbIX COCTOAHUNA

NPOrHo3 3aboneBaHnst be3 nevyeHus
HeOGnaronpuUATHbLIN.

B TeueHue nepBoro roga
nocre BO3HMKHOBEHUA CUHKOMNE
ymuparot 20% 60nbHbIX.



BpoXxaeHHble dopMbl CUHOPOMA
yannHeHua nutepsana QT

o [E€eHeTn4eckn reteporeHHoe
3aboneBaHne, BOB1EYEHbI
bonee 6 pasnUYHbLIX NOKYCOB
XPOMOCOM

(3p, 4q, 7q, 11p, 21q).

e YCTaHOBIIEHO 6 rpynn reHoB
onpenensroLmx pa3sButme
BPOXOEHHOIo YANMMHEHUS
nHtepsana QT




e BpoxaeHHble
dopmbl LQT
OOYyCrioBNEHDI
MyTaUuMUsAMU FreHOB,
OTBETCTBEHHbIX 33
CTPYKTYPY W
OYHKLIMKO MOHHbIX
(HaTpueBbLIX U
KarmneBblX) KaHasnos
MembpaH
KapaAMOMUOLIMTOB.

e MpPOJIOHrayus
NMNOoTeHLUala

NencTBuUA u
penonapusauunm




AKTUHOBbLIN MeXaHU3M ynpaBrieHUs
B3aMMOAEeUCTBA aKTUHOBbIX U MUO3UHOBbIX
HUTEN KNeTOK NonepevyHononocaTtom MbilLe4YHOU
TKaHWU

MNa+ K+

8 o
o lL

Ca2+

Ca“+

.’—KTHH

e R

CoKpaweseHue PaccnatneHune Iduo3MH




1-u Tun — red KVLQT1 kogupyeT CTPYKTYpYy a-cyobLeaguHULbI
MeAJIeHHbIX KanMeBbIX KaHarioB KapaguoOMMUOLIUTOB,
obecneynBarwOWMX MeOSIeHHbIU KOMMOHEHT KariueBoro Toka
dasbl penonsapusayumn.

2-n Tun — reH HERG KoaunpyeTt CTPYKTYpy a-cyobeanHuLbI
ObLICTPbLIX KanneBbIX KaHaroB, onpeAensarowmux ObICTPbLIU
KOMMOHEHT KanneBoro ToKa, yMeHbLlaeTcsa ooLee
KONMMYeCTBO ObICTPbIX KanMeBbIX KaHarnoB NMMO0 CHUXXaeTcs
nx chyHKUMOHaNbHasA aKTUBHOCTb

3- Tnn — reH SCN5A koaupyeT CTPYKTYpy Oerika HaTpueBbIX
KaHanoB, obecrne4ynmBalowWmx HaTpueBbIU TOK pa3bl
penonspusauumn.

4-n Tvn — red LQT4 (He[OCTaTOYHO U3YYEH).

5-u n 6-u TMNbI — reHbl KCNE1 n KCNE2 : oTBeyaloT 3a
CUHTe3 b-cydbeanHuy, paboTtaroLwmx B accoumaumm c a-
cyobeauHMuamMm COOTBETCTBEHHO MeANeHHbIX U ObICTPbIX
KanueBbIX KaHanoBs.



e [laumenTtbl ¢ TNOM LQT | gatoT TUNUYHbIE
CUHKOMe Harpysku (nnasanue '),

e NauueHTbl ¢ LQT2 o4yeHb YyBCTBUTENLHLI K
cnyxoBbiM cTumynaymam !l

e Y naymeHtoB ¢ LQT3 HapyLueHusa putma
BO3HMKAIOT B MOKOE N HOYbHO.



BpoXxaeHHble doopMbl CUHAOPOMA
yaOnnHeHnsa nutepsana QT

1957 r cuHgpom Lange Nielsena (AP) - BpoxaeHHas
rnyxorta, cuHkone, yaonnHeHHoe QT, BHe3anHagda
CMepTb.

1964 Ward O., Romano C. (A[Ll) - cnHkorne,
yonnHeHHoe QT, BHe3anHasa cmeptb. 1:10 000

CoyeTawwmnca ¢ CUHOaKTUNMen

CMepPTHOCTb NPU HEMEYEHHbIX BPOXAEHHbBIX dhopMax
- 75%, npu atom 20% Oeten ymumparT B TeHeHUe
roga nocrie nepBon notepu co3HaHusa n okosno 50% B
nepBoe OECATUMNETUE XKNIHN.



Y OeTen WKOMbHOro Bo3pacTta C BpOXAeHHOW
[MyXOHEMOTOW YacToTa BbIABNEHUS
yanHeHHoro nHtepeana QT Ha
ctaHpgapTtHon OKI nocturaet 44%.

Y 43% oTmeydanuchb anm3oabl NoTepu
CO3HAHUS N NaPOKCU3Mbl TAXUKaAPINMN.

[Tpn cyTodHOM MOHUTOpUpPoBaHnn IKI noyTu
y 30% W13 HUX 3aperucTpupoBaHbl
NapoOKCU3Mbl HAKENYAOYKOBOU Taxnkapanu,

Y KaXXO0ro NATOro «NpodeXXkm»
XXenyao4ykoBOU Taxukapamu Tmna «nmpyaTy.




B cny4ae norpaHu4HoOro yasimHeHuA
n/nnn oTcyTCcTBUA CUMNTOMOB

«bonbwue» KpUTepum
o yanuHeHmne QT mHTepBana bonee 0,44 c,
e HanuMyme B aHamMHese 3anNn3040B NoTepu CoO3HaHUA

e Hanuuue cuHapoma yanmHenma QT nHtepBana y
YJIEHOB CEMbMW.

«Manblie» KputTepumn

e BPOXOEHHas HEUPOCEHCOPHAasa TYroyxocCTb

e 3NKM304bl ansTepHauun T BOMH,

e MeaneHHbIN cepaeyHbin puT™m (Y AeTen)

e MaToriormyeckas xenygodykosasa penondapusaums.



[MlaTohn3snonornyeckum mMexaHusm
BHyTpucepae4YHbiX HapyLeHUn
penonapusaumMm MmmokKapaa

e NOBbIWEHHaA YyYBCTBUTENIbLHOCTDb
MUOKapAaa K aputMmoreHHoMy 3adppekTy
KaTexornamMuHOB.

e ANCOANaHC cMMNaTU4YeCcKou
MHHepBaLUUKN (CHMXEeHNE NpaBOCTOPOHHEN
cuMnaTn4eckon MHHepBaLuKn BCNeacTBue
cnabocTn nnn HegopasBUTUS MPAaBOIo
3Be304aToro raHrnua).



dakTopbl popmmpoBaHua BCC y nauneHToB 6e3
NMPU3HaKOB CTPYKTYPHOro 3aborieBaHua cepaua

¢g:;'003:(;pm_ DaxkTopM i KNIHIVYH
Barita PCC CIHIO PORM
. MuHywWwi TprrepH nogil | ToOKG4HI, meTaboni-Hi, enek-
TRONI THWIA arcBanaHc
BEMETaTHMEHI Ta Helpodisiono-
A4HI po3naawm,
Iwen aabo penepdysia;
renarHaN SHi 3iHK

1. MNMopyweHHAa peno- BpoaeHMi CMHAROM NOJ OB-
napumsaul BMCOKON HEHOM IHTEepENnY Q7
PMSHERY HabyTMI4 CMHAPOM NOJ, 0BHKEHO MO

HTepeany Q7
apuTIDreHHa 4143 Npenapanme;
E3SEMDAI G NIKIE

. KniHYHO NnpuxosaHe HepoanisHaHe;
3axXEOPKEIHHA C2puUa aKke He POo3NisHaETLCA
1. laionamnidna He ecTaHOBNEHI

D IBpKNAaw 3 W NYHO4K B




AKTUHOBbLIN MeXaHMU3M ynpaBrieHUss B3aMmmMoaeucTBs
aKTUHOBbIX U MUMO3UHOBbIX HUTEUN KIEeTOK
nonepe4yHonosI0CaTon MbilLeYHOU TKaHU

O Caz2+
1 8 o MNa+ K+

)
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CoKpaweHue PaccnatneHune M u1o3nH




[TpobpeTeHHbIN CUHAPOM
yAJIMHEHHOro uHtepsana QT

OOyCroBneH HapyLLIEHUEM 3NEKTPUYECKON
rOMOreHHOCTU MuoKapaa unm ero
MHHEepBaLUn



NMpnobpeTeHHbIe hopMbl CUHAPOMA
yAJNIUHEeHUA nHTepBana QT

3aboneBaHus ceppua (CMHycoBas bpagukapaus,
brnokaabl, MMOKapanUTbl , NLLEMUS MMUOKapaa,
nponanc MUTparbHOro KranaHa, kKapgunomMmuonaTum)

OneKTPONIUTHbIEe HapyLweHUs (rMnokannemus,
rmnokanbUuemMms , rmnomarHmemMms).

HapyweHusa co ctopoHbl LLHC
(cybapaxHomnaanbHble KPOBOU3NMUAHUA, TPaBMa,
onyxosb, MHdeKUns )

JlekapcTBeHHble Npenaparthbl

Pa3sHoe (Manobenkosasa gueta, runotepmms, a4
CKOPIMNOHOB )



Co4yeTaHue cuHApoma yariMHeHus

nHTepBana QT
C NpornancomMm MUTpParibHOro
ELELER

e Hanbonee pacnpoctpaHeHHasa dopma
cUHOpOMa Yy MonoAblX L,

o YacTtoTa BbIABNEHUA YOASIMHEHUS
nHtepsana QT y nuy c nponancamu
MUTPanNbHOro U/Unn TPUKycnnuaanbHOro
kKnanaHoB gocturaet 33%.



Co4yeTaHue cuHapoma yarnvuHeHus

nHTepBana QT

C NpofianCcomMm MUTPAJNIbHOTIO KrialadHa
(npopomkeHune)

o B3ammocBa3b yBennyeHHou
BapunbenbHocTu nHTepBana QT v rnybuHbl
nponabunpoBaHns UMM HanNU4ns
CTPYKTYPHbIX U3BMEHEHUN CTBOPOK
MUTpPanbHOro KnanaHa.



CoyeTaHue cuHOgpoma yanuHeHus

nHTepBana QT
C NponancomM MUTPasibHOro KnanaHa

o Cpean apyrmx npoaBneHnn criaboctu
coeVHNTENBHOM TKaHW - NOBbILLEHHas
PACTAXKUMOCTb KOXWU, aCTEHUYECKNN TUN
TENOCNOXEeHUsA, BOPOHKOODpa3Has
aedopmanunga rpyaHomn KNneTku, CKonmos,
NocKocTonue, CUHAPOM
rmnepmobnnbHOCTM CycTaBoB, MUOMKS,
BapUKO3HOE pacLUNpeHne BEH, MPbIXM.









[ MNepMoOUNbHOCTbL CYCTaBOB

oLeHMBaeTca Mo kputepusam P. Beighton.

naccmBHoe crmbaHme MmmamnHua Ha 90
rpanycoB B obe CTOpPOHbI;

naccmBHoe crmbaHme 1-oro nanbua B
CTOPOHY npeanaedybs npum crmbaHmm B
y4ye3ansaCcTHOM CyCTaBe;

nepepa3rnbaHme ob6omnx JIOKTEBbIX
cycTtaBoB bosiee yem Ha 10 rpaaycos;

nepepa3rnbaHme o6omnx KoJsieHHbIX
cyctaBoB 6onee yem Ha 10 rpaaycos;

Npu HakJlIoHe Bnepen Nnpmn MGUKCUPOBAHHbIX
KOJIEHHbIX CyCcTaBaxX SlafjOHN KacatoTCH
nona.



o [lepBble YeTbipe NpusHaKa ABNAKTCA
napHbIMW, NOCNEAHUN — HEMAPHbIW, T.€.
BCEro oueHnBaeTcsd 9 Nnpu3HaKoB, KaXabln
no 1 6anny.



Kpntepum oLeHKMN:

Beighton.P, Grahame R., Bird H. Hypermobility joints. London; Berlin;
New York,1990. — p.182.

O 6ans10B COOTBETCTBYIOT
reHepasn30BaHHOU rMNepMobuIbHOCTH,

5-8 6a51710B — BbIpa>XeHHOWU
rmnepMobumnIbHOCTH,

3-4 6anna — nerkon rmnepmMobunnbHOCTH,

0-2 6anna — OTCYTCTBUIO
rmnepmMobunIbHOCTHU



CuHgpom Marfan

e 30-60% peten nmeroT
KapamnoBacKynsipHble aHOManum
(AunaTaumst KOpHA aopThl, aopTanbHas
HEegOCTaTOMHOCTb, aHEBPU3MA KOPHS
aopTbl, Mporarc MUTparnbHOro KnanaHa,
HeOOoCTaTOYHOCTb MUTPAarbHOro KranaHa).

e Mexannam BCC - ocTpoe paccnoeHue
aopTbl C Ppa3pbIBOM a0pPThI.






CuHapom yanuHeHHoro QT

o dncbanaHc 3N1eKTPOJSINTOB - aHOPEKCUS,

(pBOTA, HAPYLUEHNS ANEKTPOSIUTHOIO
banaHca, gucmertabonuyeckume
HapyLleHus1 B Mmokapae, yanmienme QT)

+ aHTUgenpecaHThl.




CuHppom yanuHeHHoro QT.
JlekapcTBEeHHble B3aumMoaencTBus

o CoyeTaHue NnpuMeHeHnss aHTUONOTUKOB,
NPOTUBOIrPUOKOBBLIX, aHTUTIMCTAMUHHbIX NMPenapaToB.

e AHTUOMOTUKN — MaKponuabl, DaKTpUMm

e AHTMapuTMmnyeckue npenaparbl

o [lpoTuBOrpMndKOBLIE (PrIFOKOHA30M, KETOHA30/1)

o [lNypetnku (vHopanamua)

o« CC npenapatbl (agpeHanuH, adeapuH, KABUHTOH).
e AHTUrMCTaMWHHbIE (acTeMU30s, TepdpeHaamnH).

o Henponentuku (ranonepugon, xnopanrugpar)

e AHTAroHUCTbl CEPOTOHMNHA

e AHTMOenpeccaHTbl (aMUTPUNTUITNH, MENNUNPAMUH)



[ lpyem nekapcTBEHHbLIX CPEOCTB

o KokauH — KopoHapHasa Ba3OKOHCTPUKLNA,
MwiemMuma cor, BEHTPUKYNAPHY Taxnaputmumio,

nosblileHne ALl
F’
.-

O atiag v




JleyeHue
BpoxaeHHbI cuHAPOM yanuHeHHoro QT

[TOoCTOAHHBIN npuem b-brnokaTopoB B COMETAHUN

C nepoparnbHbIMU MpernaparamMmm MmarHus

[MponpaHonon 3-5 Mr/kr B 4 npuema — rpyaHble OeTu
Haponon 50 mr/m? B 2 nprema

YCTPaHSAOT apUTMOreHHble CUMMNaTU4YeCcKme
BIMSIHUSA Ha NPOBOASALLYIO CUCTEMY cepaua,

NnoaaBnsAOT reTeporeHHbI aBTOMaTU3M,
CTabMNN3NPYIOT CodEepPKaHNE Kanms B MMOKapae.



b-OrokaTopsl

e [IpegoTBpallaeT npuctynbl torsade de
pointes y 7/5-80% naymneHTOB.

e Heobxoanmo ctporo cobntogarts Nopsaaok
NMPUMEHEeHUs npenaparta, Tak Kak onmcaHbl
HabnaeHns cMepTn BONbHbLIX MPW
BHE3arnHOM npekpaLleHnn nevyeHus.



Co4eTaHune b-b6rnokaTtopoB

C npenapaTtamMmu marHuga (Mardma cynbdar,
MarHepoT, marHe-Bo6);

c bnokaTopamMm KanbumMeBbIX KaHaNoB
(Bepanamun);

C M-xonnHonutmnkamm (atponuH).

MoryT ObITb MCMONb30BaHbLI Npenaparhl
Kanusi n bnokaTtopbl HAaTPMEBbLIX KaHaNoB
(MEKCUMETUH, prekanHna)



Pa3pabaTbiBaeTcs
reH-cneuudcdpunyeckas tepanusa LQT.

YcTaHoBreHo, 4YTo b-agpeHobnokaTtopbl Hanbonee
adodekTuBHbI Mpu LQT 1-ro Tmna, npenapartbl Kanms —
2-ro Tuna, bnokaTtopbl HATPUEBLIX KaHaNoB
(MeKkcuneTunH) — 3-ro Tuna.

BrninaHmne Ha npepoTtBpalleHne aputMum
HeJO0CTaTO4YHO U3YYEHO.

HeT peanbHOW BO3MOXXHOCTU 06CcneaoBaTb BCEX
OonbHbIX ¢ LQT ¢ NOMOLLBbIO METOOOB rEeHETUYECKOW
OnarHoctukm . B ocHoBHOM amnnpuyeckuin nogobop.

OPPEKTUBHOCTL TEPANNM OLIEHMBAIOT NO AAHHbLIM
Harpy304HbIX Npob (BENO3PromMeTpus).



[Tpy HaNM4Mu YacTbIX
CUHKONaNnbHbLIX COCTOSAHUM

N3MEHEHNSA Ha ANEKTPO3HLedanorpamme,
(CHMXXeHue nopora cygopoXHOW rOTOBHOCTN)

Ha3Ha4arT NPOTMBOCYOOPOXKHYIO Tepanuto
(puHNencuH, peHobapbutan, audeHnH),

HenpomeTabonnyeckmne npenaparbl
(rmyTamMmHOBagda KMCNoTa, LlepakCoH |,
aMWHaNoOH, HOOTpPOMNMI)

cpeacTBa, yrnydllarLwme Mo3roBoe
KpoBooOpaLleHmne (ULMHHapWU3nUH, UHCTEHOH)



[Tpy He3(hPEKTUBHOCTN
MeOUKaMeHTO3HOro fe4yeHus

o OcyuwlecTBnAT MMMaHTaumio
9NEeKTPOKapANOCTUMYIATOPOB UNN KapanoBepTepOB-
nednopmnnnaTopoB B COMETAHUN C NPUMEHEHNEM b-

agpeHobrokaTopoB

o (puCK BHe3anHoOW cMepTun rnpu Taxkenom tedeHnmn LQT cHMXKaeTcs Ha
95-99%)

e [lokazaHmem K nmnnaHTauum
ANEeKTPOKapANOCTUMYNATOPA ABNAETCA BblpakeHHas
bpagunkapans B nepuon Mexay npuctynamu
(yBennyeHue HYCC, ykopaymsaHue nHtepeana QT,
YMEHbLLUEHNE PUCKA XU3HEYrpOXKatoLnUX apuTMnn).



o KapanoBeptepbl-aedpmndopunnaTtopsbl
MCMOMb3YIOT Y NauMeEHTOB MNPW yKasaHUu B
aHaMHe3e Ha PUbpuNNALMIO XKernya04KoB.

o [locne nmnnaHTauum KapgmnoBepTepa-
nedomnbpunnaTopa puck BHe3arnHom
CMEpPTU Npu TXKenom TedeHun LQT
CHKaeTca Ha 95-99%



JleyeHune
BpoxaeHHbI cUHAPOM yannHeHHoro QT

o ®apm. Tepanus 6e3 apdekTa -
NIEBOCTOPOHHASA CTENNIKTOMMUS ( yoarneHue
MNn paspylieHne WenHo-rpygHoro
(3B€3Q4aTOro) CMMMNaTUYECKOro raHrnms) un
yoaneHune 1 - 4 rpyaHbIX raHrnmes



Y nauneHToOB C uanonaTUu4eCcKum
nposyianComMm MUTPAJIbHOTIO KriadrfnaHa

e HauynHaTb ¢ NnpumMeHeHns nepoparbHbIX
npenapaTtoB Marima (MarHepoT 3 pa3a B ieHb B
TeyeHne He MeHee 6 MecsLEeB),

e TKaHeBOW OePULNT MarHUA CHUTAKOT O4HUM N3 OCHOBHBbIX
naToPU3NONOrMyecknx MexaHmamoBs POPMUPOBAHUA KaK CUHApPOMA
yannHeHust QT nHTepBana, Tak U cnabocTn COeaMHUTENBLHON TKaHMW.

e EcCnun neveHme nepopanbHbIMK NpenapaTtamm
MarHusa yepes 6 MecsLeB He oKa3ano MofHoro
adbdekTa rnokasaHo gobasneHne b-brnokatopos



[MpnobdbpeTeHHble dopmMmbl cCUHAPOMA
yAlnHeHHoro QT

e OTMEHUTL BCE Mnpenapartbl, CNOCODHbIE
yonuHute QT nHTEpBan.

o KOPPEKLUA INEKTPONUTOB CbIBOPOTKU
KPOBU, OCODEHHO Kanusi, Kanbuusi, MarHus.

e B pspe cnyyaeB atoro 6biBaeT 4OCTaTOMHO ANs
HopManu3aunmn Benn4YnHbl 1 gucnepcum nHtepeana QT v
NPOdUNAKTUKN XKENYyO04YKOBbIX HAPYLLUEHUIA PUTMAa.



Ona nauneHTOB, HYXXAalLWUXCH B
HEeOTNOXHOU Tepanuu

npekapguanbHbI yaap;

OTMEHa BCeX npenaparoB, KOTopble MOryT
BbI3BaTb yaAlMHeHne nHtepeana QT;

BBEeAEeHMe MarHma cynbdarta (gaxe npu
HOpMarbHOM YPOBHE MarHusi B CbiIBOPOTKE),

npenapaToB Kanus,
NMNAOKaNHA;

npu npmnobpeteHHoM LQT nHorga addeKTUBHbI
BriokaTopbl KanbUMeBbIX KaHaNoOB,

npun BpoXxXaeHHoMm — b-agpeHobnokaTopebl;
Ha3Ha4YeHne ceaaTUBHbIX NpenapaTos.



[Tlo NOBTOPHOM BO3HUKHOBEHUN
NPUCTYNoB

e KOpPPEKUMS HapyLleHnsa banaHca
9J1IEKTPONUNTOB,

e YYaLLAKOLLYIO ANEKTPOKAPANOCTUMYNALMIO,
e VNV BHYTPUBEHHO BBOOAT N30MNPOTEPEHO]T



PaKkTopbl pPUCKa CUHKOMNE W
BHe3anHoOu cMepTu Oaeteun ¢
beccuHKonanbHou chopmoun LQT

[lpecnHKonanbHble COCTOAHUA.
UHTepBan QT donee 440 mc Ha IKI B nokoe.

UHTepBan QTc 6onee 500 mc Ha IKI B
NnokKoe.

XKenypoukoBasi aKCTpacucTonumsa npu
noobom cnocobe BbIABEHUA.

AnbtepHauus 3youa T Ha IKI B nokoe nnu
NMpn XONTepoOBCKOM MOHUTOPUPOBaAHUMN.



daKkTopbl pPUCKa CUHKOMNEe U BHe3anHowu
cCMepTUu geten ¢ beccMHKonanbHOU

cdoopmoun LQT

CuHycoBas Opagukapaus.

N3ameHeHue cyTouyHOU anHamukm HYCC
(yBenuyeHue HYCC BO Bpemsi HOYHOro CHa).

Hanu4yne no3gHuX noTteHUunanos
xenyno4vkoB Ha JKIT BbICOKOro paspeLlleHus.

N3MeHeHusa Ha anekTpo3Huedanorpamme.
My>xckou non.
Oucnepcua nHtepBana QT Gornee 55 mc .



e OOcCcnenoBaHue NauneHTOB AnNSA
BbisiBNeHUAa (pakTOpoOB pUCKa cnenyet
NPOBOAUTbL He pexe ogHoro pa3a B 6
Mec.

o NMpyn Hann4yumn Gonee 4 n3
nepe4vymncneHHbIX paKTopoB fievyeHune
NPOBOOAT OaXe B OTCYTCTBUE
CUHKONAaJNIbHbIX COCTOAHUM



Ycnex BbINONMHAEMOWU peaHnMaLnn 3aBUCAT
OT TOro, Kak CKopo nocne kKonnanca Ha4aThbl
peaHMMaUMOHHbIE MepPOonpPUATUSA

Hannuymne cneuymanbHOro TpaHcnopTa KOpoOHapHOM NOMOLLN,
OCHaLLEHHbIX HeobxoanmMbIM 060pyaoBaHNEM U
YKOMMJIEKTOBAHHbIX OOY4YEHHbLIM rMepcoHanom, CrioCOOHbLIM
OKa3blBaTb agekBaTHY NOMOLLb B COOTBETCTBYHOLLEN
HEOTIOXHOWN Kapanonorm4eckon cutyaumm, Nno3BONsAET
YMEHbLUNUTL 3aTpavynBaemMoe BpeEMS.

Hanunune Taknx 6purag nosbillaeT MeANLMHCKYIO
MHPOPMUPOBAHHOCTb M FOTOBHOCTb HACEeNeHNs 1 Bpaden.

Bonblloe 4Mcno nNuu cpeau BCero HaceneHusi, 06y4eHHbIX
MeTo4amM peaHumaLum

KopoTkoe cpegHee BpeMa pearnpoBaHus (MeHee 4 MUH),

[TogobHasa cncrtema MoXeT ObiTb 3P EKTUBHA NMPU OKa3aHUK
peaHumaumoHHon nomouim 6onee 40 % naumeHToB, y
KOTOPbIX pasBUNCcs cepaeydHo-cocyamcThbin Komnnarnc.
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