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" ®akTopbi, CIOCO6GCTBYIOLYME PA3BUTUIO N
apUTMNN Yy HOBOPOIKAEHHbIX

N3meHeHuUs1 2eMOOUHaMUKu rpu nepexooe Ha
«8HEeYmMpOOb6HbIU» mMun YUPKYIsauuuU.

1. BecemamueHbIilU ducbanaHc: 60osbwWwasi akmueHOoCmMb
napacumMnamu4eckol UHHepesayuu rno cpasHeHUuro ¢
cumMrnamuy4yeckou, 8 m.4y. Ha ¢poHe podoe8olU mpasmMal,
8HymMpuympo6HoU 2unoKcuu:

rosbIWeHUe peakmusHocmu cepoe4yHo-cocyoucmou
cucmemMbl 8 0mMmeem Ha 9K302€eHHbIe U 3HOO2EHHbIE
CMpPEeCCOpPHbIe 8030elicmeBus;

C853b HapyuweHUU pumma (napokcuamarbHou maxukapouu,
3Kcmpacucmorsuu, napacucmoriuu) ¢ orpeoesieHHbIMU
rnepuodamu Cymok;

C8513b IMpPUCMYyIroes rnapoKcuamarbHoU maxukapouu ¢
HapyweHuem riepexodHo20 rnepuoda « COH—
\_ 6o0pcmeosaHue». y,




/
DaKTOopbl, cCrocob6¢cTByOLWNne pa3BUTHUIO

dPpAUTMUUN Y HOBOPOIKA4ECHHDbIX

3. He3aeepweHHOCMBb hopMuUpOBaHUs nposodsiuell
cucmeMsbl cepoya K MOMeHmMYy po)xoeHus1 pebeHKa:

Hanu4ue ppaamMeHmMos crieyuanu3uposaHHou
rnpoeodsuwel mKkaHu cepoua (WyHmMosbIx nymeu
aMbpuUoHarbHO20 repuoda coeOUHSWUX pa3Hble
omaoeribl Mpo8ooswWeu cucmemsl), He rnoosepawiuecs
pe3opbmuesHoU OezeHepauuu.

4. Memabonu4yeckue cosuau (HapyuleHuUsi B00OHO-
371IEKMPOIUMHoO20 obmeHa — aurno-/aunepKanbuyuemus,
MazHUeMUusi, KarueMusi;, mupeomoKcUuKo3, deticmeue
JlIeKkapCmeeHHbIX ripernapamos; a2uro- unu aurepmepmusi).




DaKTOopbl, CNIOCO6GCTBYyOLYNE pa3BUTHUIO
apuUTMnUN y HOBOPOIKAECHHbIX

4. CucmeMHble 3abosiesaHusi Mamepu u rnsooa
(aymoummyHHbIe 3abosiegaHuss coeOuHUMesribHoU mkaHu
Mamepu, caxapHbiiu Ouabem, namorsioaus WumoesuoHoU

)Xeresbl).

5. @YHKUUOHasIbHasli He3pesiocmb pe2ysISmMOpPHbIX
ueHmMpoe rnpoadosi208amoa20 Mo32a,
omeemcmeeHHbIX 3a KapouopecrnupamopHbIU

KOHMPOJIb.

6. Bpo)xOeHHasi u npuobpemeHHass opa2aHuU4ecKas
namoJsozausi cepoua (Bl1C, kapOumei,
Kapouomuonamuu).




4 N
lMpo2HO3 HapyweHuUU pumma cepoya y
odemeu paHHe20 8o3pacma

B 6osibluuHcmee cny4yaee
6s1a20rnpusimHbIU:

* y 67% demeu kKynupyromcsi 8 so3pacme 1 200a;
ey 18% — 0o 3-x nem,

» y 15% coxpaHsitomcs nocse 3-x jilemHe20
go3pacma.

LlIkonbHukoea M.A., 2015
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NEPUHATAJIbHAA TUTNOKCUA

! !

lIpsiMmoe HeczamueHoe HapyuweHue
go3delicmeue Ha KJlemKu  Heupogsez2emamueHoU
MUOKapOa u npoeoosiwell peaynayuu
cucmembi cepoua cepodeyHo20 pumma

! !

HapyweHusi cepOeyHo20 pumma
u nposodumMocmu




" HAPYLLEHWS1 CEPOEYHOIO PUTMA
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Taxu- bpadu- Akcmpa- dCundpom
apummuu| |apummuu| |cucmonus) | YOTUHEHHOS9
uHmepeasna QT

 —

cynpa-
8eHMPUKYJISIPHbIE

| > |

rnapoKcusmMalJibHasi| | HeriapPoKcu3mMalJibHas

)Xesiyoo4ykoeble




rMJiAH OBCJ/IE4QOBAHNA
pebeHka C HapyLeHneM puTMa
cepaua

> OcMomp kapdouoJsioza

> dnekmpokapouozpagusi 8 12 cmaHOapMHbIX
omeeodeHUsIX

> [onnnep-axokapduozpaghusi

> CymoyHoe (xorimepoeckoe)
MOHUmMopupoesaHue IKI
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lNpuHyunbl mepanuu HapyweHUU pumma
cepdua y demeu paHHe20 8o3pacma
» KynupoeaHue HeomJsoxHbIX COCMOSIHUU

> BoccmaHoeumesibHasi mepanusi npu
XPOHUYECKUX HapyweHuUsix pumma

> [Mpoghunakmuka OCr1I0XXHeHUU

> Ha3Ha4yeHue 6a3ucHol mepanuu
(MembpaHocmabunusamopsbl, KapouompoguKu,
HelipomMemabosiuku)

> bonbwue 003bI Npenapamoe Ha K2 Macchbl

> O6beKmueHbIl KOHMpOoJib 3¢hghekmusHOoCcMuU
JledyeHus

™~




7~ Anz2opumm sevYeHuUA NapoKCUu3MasbHbIX maxuapummui ™
(cmabunvbHoe cocmosHue)

4

Peaucmpauua IKI; 3/-([ -MOHUMOopuposaHue

<

CBT c y3kum QRS, CBT c y3kum QRS, CBT c wupokum QRS,
perynsipHbiii puTm HeperynsapHbin pUTM perynspHbiii putTm

!

\ 4 A 4

BazanbHbie npuembl

AT® B/B cTpyitHO 0,1 m2/k2 (30 6 m2)

A A\ 4 A 4
UzonmuHn 0,1 me/ke HoesokauHamuo 10 mz/kz KopoapoH 5 mz/ke
B/B meANeHHO B/B meAsIeHHO B/B Mea/1IeHHO
+ me3amoH 0,1 mn/200 »cu3Hu,

He 6onee 1,0 ma B/m ¥
- HoeokauHamuo 8/B

+ Me3amoH B/Mm

KopoapoH 5 me/kz
B/B MeA/IeHHO

[y
Y
HosokauHamuo 10 mz/ke
B/B Mea/ieHHO
+ me3amoH 0,1 mn/200 »cu3Hu,
KHe 6onee 1,0 mn B/m

A 4

4riac




TEPATINA TAXUKAPLONU

KAPBAMAS3EITUH
(PUHJIETICUH)

» MembpaHocmabunu3upyrouwee,
aHmuapummu4eckoe delicmeaue ecsiedcmeue
UHakmueauyuu exoodsiuje2o0 Hampueso20 MokKa.

e B do3ze 7-10 me/k2/cymku (0o 15 me/ke/cymku y
demeu do 1 2o00a) e 2-3 npuema Or1uMesibHO.
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TEPAIINA TAXUKAPLOUUU
NINFrOKCUH

250 mka/1 M
*[]Jo3a HacbiweHuUs1 — 20 Mka/ke/cym 8 4 npuema.

*[loddepxuearowan dosza — 10 mxka/k2/cym e 2
npuema.

Ba)xHo!

*Y demeiti ¢ cuHOpomom WPW Ou20KCUH He
Ha3Ha4Yaemcsi, maK Kak oH obsiee4yaem pabomy
dornoJsiHumesibHbIX nymeu rnpoeeodeHuUusl.

sHa3Ha4yeHue Qu2oKkcuHa npu cuHopome WPW —
oO0Ha u3 HauboJsiee yacmbiIx NMPU4YUH cmepmu
demeu ¢ amum 3abosiegaHuem!




g TEPATINA TAXUKAPLOUU
B-BJIOKATOPbI

KnuHu4yeckue aghgpekmei:

° 2UnNomMeH3UB8HbIU 3¢hghekm (CHUXXKeHue cepOeYyHOo20
eblbpoca, uHaubuposaHue nNPodyKyuu peHuHa u
aHauomeH3uHa ll, ocnabrneHue ueHmMpasbHbIX
adpeHepau4ecKux eslusiHuUll);

°* aHMuuwemu4eckass akmusHocmsb (ymeHbwas HYCC, B-
Ab yonuHsirom duacmoisiy u, coomeemcmeeHHO, 8pPeMs
KOpOHapHoU nepgysuu);

°* aHMuapummu4eckuu aghghekm (CHUXeHue rnopoaa
crioHmMaHHouU denoJsisipu3ayuu 3Kmornu4yecKux
eodumerselli pumma, yoriuHeHue peghpakmepHo20
\_ nepuooda AB-y3na).
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lpenapam Jo3bl/ lo6o4YHbIE U
yacmoma apummozeHHble
egedeHusi agppekmsl

Knacc Il
[lponpaHosnon 0,5-4 BpoHxocna3am,
(aHanpunuH) | \r/kr/neHb 2UrNomeH3us!, CUHOPOM
3-4 p/a PelHo, HapyweHuUs co

cmopoHb! LIHC,
aurnoariukemMus,
mpombouyumorieHus,
bpadukapous, AB-
6briokada, CH
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TEPATINA TAXUKAPOUU

HOOTPOITHDBIE INPEINAPATbI
C YYETOM UX B/IUAHUA HA BETETATUKY:

» CO CMUMYJTUPYOWUM KOMITOHeHMoM delicmeusi
(nupudumoJs1, aMuHaJsIOH, MUKaMUJIOH,
HoomponuJs, 27iymamMuHoeasl Kucsoma);

> € cedamueHbIM 3¢bghekmom, npu rnoebieHUU
cumMrnamu4yecKo20 moHyca, rnpu3HaKkax
rnapokcu3masibHoll 20moeHocCmu MUoKapaoa u
HapyuweHuu yukisa coH-6odpcmeogaHue
(peHUbYym, naHmozaam).




CUHYCOBAA BPAONKAPLOUA

» HYCC < 90-100 yO/MUH y HeOOHOWEHHbIX
» HYCC < 80-90 yO/MUH y OOHOWEeHHbIX

> 06BbIYHO 3KCmpakapouasibHO20 2eHe3a,
obycrioesieHa noebiwWeHUeM mMoHyca
6nyxoarowe20 Hepea npu 2urnoKcuu nsiooa

(HOBOPOXXOEHHO020) UJIU 8bICOKOM

8Hympu4eperiHoM dassieHUU Ha poHe omeka

MoO32a.
Cranpaptran KT nokos XonTeposckoe MOHUTOPHPOBaHKE
Zapacr (ner) Mun YCC Boapact Mun HCC
0-1 <100 ya/mun* 0-1 mec. <70 yn/MuH

/
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BA3UCHAA TEPATIUA
CUHLOPOMA CJIABOCTU CUHYCOBOIO Y3JIA

Cmumynupyrowass mepanusi:

> HOOMPpOnMbI (Nupayemam, nupuoumorl,
aMuHaJsioH, NMUKaMUJIOH)

> HOOMPOrnonoodobHkie ripenapamabl
(2nnymamuHoeas Kucsioma, 2J1UlyUH,
naHmoezaam, gpeHUbym, uepebposiu3uUH)

Memb6paHonpomekmopsbl Memabosnu4yeckas
U aHMuUoKcuodaHmabl mepanusi
(uumoxpom C, eumamuHbl A U E) | | (351bkap, kyodecaH)

-

DUHIEerncuH, aHmMuapummMuKu — Nno rnmoKa3aHusiMm

™~
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4 AB-BJIOKAZJA 3-U CTEMEHU — A
[MOMNMEPEYHAS BJIOKALJA CEPOLA

lpuYuHbI:

v BIIC (koppuaupoeaHHasi mpacnosuyusi
Maz2ucmparsibHbIx cocydoe, obwul
ampuo8eHMpPUKYISIPHbIU KaHasl).

v Tsixxenasi acqpukcusi, podosass mpaema LJHC.
v UHheKuUOHHO-MoOKcu4YecKue eo3delicmeusi Ha AB-y3en.

v AymoumMmyHHble 3abosiegaHusi coeQuHumersibHol
MKaHU y Mamepu — cucmeMHasl KpacHasl 80J14aHKa,
cuHOpowMm LlleepeHa, peeMamouOHbIl apmpum.
Umerowuecsi npu amux 3abosiegaHuUsIx aymoaHmumersna
amakyrom rnpoeoodsiwyro cucmemy cepoua nsoaa.

XKeHwuHa Mmoxxem He umemsb KITUHUYECKU MaHUgeCmHbIX
rnpu3Hakoe 3aboriegaHus, Kpome yckopeHus CO3 u
\_ [0no)umeribHbIX CepoioauyecKux peakuyud. -
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AB-BJIOKA/JA 3-U CTEINEHU

KnuHu4yeckue rnposesieHus

» Bpadukapdusi: kpumu4deckoe 3Had4eHue YCC (kpaliHe
8bICOKa 8epOSIMHOCMb apummMo2eHHOU cMepmu)
MeHee 55 e MUH.

» CuHKone: 03HUKaem rnpu acucmorsuu 6osee 2 c.

» Kapduomezasnusi — pazeusaemcsi Kak
KOMIeHcamopHbIl 2eMOOUHaMuU4eCcKuUll MexaHuU3Mm.

» lNay3bl pumma: Kpumu4Yeckoe 3HadyeHue (KpauHe
8bICOKa 8epPOSIMHOCMb apummMo2eHHOU cMepmu)
6osiee 3 c.

» YonuHeHue uHmepseasna QT 6osiee 50 mcek om
HOPMbI — He3asUcUMbIU ¢haKkmop pucka eHe3ariHou
cmepmu.




- AB-BJIOKAZA 3-U CTEIEHU

TAKTUKA BEJEHUA

lMoka3aHusi Kk umnnnanmayuu 3KC:

v cpeOdHsisi OHesHasi xesnyodo4ykoeasi YCC meHee 55 6 MUH;
v nay3bl pumma 2 ¢ u 6osnee;

v’ cepdeyHasi HeAocmamo4yHoOCMb;

v BI1C;

v Kapoduomezasus,

v' ducmanbHasi popma 6s10kadbl — ywupeHue QRS 6osiee
0,1c;

v’ yonuHeHue uHmepeasia QT 6os1ee 50 Mc om HOpPMbI;

v yacmble nosiuMophHbIe xesly0o4YKoebie
3Kcmpacucmosebl.

-




CUHOPOM YOAJIMHEHHOI O
UHTEPBAJIA QT

HacnedcmeeHHasi namoJsio2usi,
Xxapakmepu3yrouw,asicss namoJsio2u4eckum
yonuHeHuem QT Ha annekmpokapouo2pamme,
npucmynamu nomepu CO3HaHUs1 U 8 bICOKUM
PUCKOM eHe3arnHou cepde4yHOU cMepmu.

Bbiderisirom epo)x0eHHbIU (ceMelHas u

criopadu4eckasi popMbl) u npuobpemeHHbIU
CUHOPOM YyOJTUHEeHH020 uHmepesasa QT.




JleyeHne CYNQT

Expert Consensus Recommendations on LQTS Therapeutic Interventions

OEEN BN 1. Bcem nanvenTaM ¢ gAuariosoM LQTS pekoMeHAy0TCS CieAylolie U3MeHeHUs
06pasa XXHU3HU:

a) Usberatb sekapcTs, yaaunswonux QT (www.qtdrugs.org).

0) BoisiBJiIeHUE U KOPPEKIUS 3JIEKTPOJUTHBIX HAPYLIEHHU M, KOTOPbIE MOTYT
BO3HUKHYTb BO BpeMs JUapeH, PBOThI, META00JIMYECKHUX COCTOSTHUM UJIU
HecOaJIJaHCMPOBAHHBIX JUET AJi1 IOTEPU Beca.

2. beTa-6/10KaTOpbl peKOMEHAYIOTCA NManyeHTam ¢ aAuario3oM LQTS, koTopsie:

a) 6eccumntomHublie ¢ QTc > 470 mMc u/unu

6) CMHMITOMHbIE C 0OMOPOKaMU WU AoKyMeHTUpoBaHHOU VT / VE.

3. JleBas cepaiedyHas cuMnatrudeckas geHepBauus (LCSD) pekomeHayeTcs A
nalyeHTaM C BBICOKMM pUCKOM ¢ AuarHo3oM LQTS, y koTopsix:

a) UK/l npoTrBONOKa3aHa UM B HEU OTKa3aHO, U / WU

6) beTa-6/10KaTOPHI JIMOO He 3PPEKTUBHBI B IPEAOTBPALEHUHA 0OMOPOKOB /
apPUTMUH, I1JIOXO NEPEHOCATCS, HEe IPUHUMAKTCA UJIU IPOTUBOIIOKA3aHbl.

4. Ummtantanuda ICD pekoMeHnayeTca nanuedTaMm ¢ guario3om LQTS, koTopelie
BbDKUJIM I10CJIe OCTAaHOBKH CepAlia.

5. Bce manuenTsl ¢ LQTS, KoTOopble XOTAT 3aHUMATbCSA COPEBHOBATEIbHBIMHU
BUAMHM CIIOPTA, IO/DKHBI ObITh HallpaBJIEHbI K KJIMHUYECKOMY 3KCIEPTY A5
OLlEHKH pHCKa.

OEEPER BeTa-6/10KaTOPbl MOTYT ObITh MOJIE3HBI NaliMeHTaM ¢ AuarHo3oM LQTS, y
KOTOpbIX 6eccuMmnToMHOe TedeHne QTc < 470 mc.
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BbIBO/bI

>  HapyweHusi pumma cepOuya y demeu paHHe20
go3pacma Mmo2ym 6bImb KaK rpexoosswumu,
0bycrioesieHHbIMU 2UNoKcu4YecKuM eo3delicmauem,
mak U msiKesibIMU 8POXKOEHHbIMU.

> CeoespemMeHHasi OuacHOCmMuUKa U ripasusibHoe
noHUMaHue npobriemb! HapyweHul pummMa u
npoesodumMocmu cepoua y amou 2pynnbi
nayueHmMoe no3eoJsisiem CHU3UMb jiemasibHocmab U
yAy4Ywumsb Ka4ecmeo XXU3HU 60J1bHbIX.
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