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ONPEJIEJIEHUE.

[Tox BHE3aMHOM CMEPTHIO TOHUMAKOT HEHACUIIBCTBEHHYIO CMEPTb,
PA3BUBIIYIOCS MOMEHTAJIBHO WJIM HACTYIIMBIIYIO B TEYEHUE Yaca C MOMEHTA
BO3HUKHOBEHHUS OCTPHIX U3MEHEHHI B KJIMHUYECKOM CTaTyce 00JbHOTO

Ciienyer pa3nuyarh BHE3AMHYIO CEPACYHYIO CMEPTh (BHE3AMHAsI CMEPTh OT
CEpPACYHON NPUYMHBI) U BHE3AMHYIO CMEPTH (PE3YJIBTATE HEKAPAUAIBHBIX
IPUYMH):

TOJIA
Pa3pbIB aHEBPU3MBI COCYIIOB
TOJIOBHOT'O MO3ra




DTUAEMUOJIOT UL,

1 CMepTHOCTB OT CEPJICUHO-COCYIUCTHIX 3a00eBaHuii B P® sBiseTcs
OJTHOM u3 Hanbosee BRICOKUX B MUpeE U cocTaBisieT 614 na 100.000
JKUTEJIEN B IO

1 Bropoe MecTO Mo 4acToTe MPUYKH JIETAIIBHBIX UCXOJIOB OT CEPACUHO-
COCyIMCTHIX 3a00aeBannii 3annmaeM BCC.

1 CornacHo JaHHBIM DefepaabHON CITYKOBI
rOCyIapCTBEHHOU CTAaTUCTUKUA B PO p
B 2016 I. OT CEpAEUYHO-COCYIUCTHIX b
3a00J1€BaHU YMEPIIO OKOJIO
899.000 yenoBek, U3 HUX YHCIIO
BHE3AITHBIX CEPJICYHBIX CMEPTEH B

HaIlIel CTpPaHE COCTAaBUJIO HE MEHEE
300.000 ciy4aes.




ITUOJIOTUSL.

1 CornacHo JaHHBIM, NOJIY4eHHBIM TTpu nipoBeacHnn XM-OKI' y mamuenTos,
YMEpILHX BHE3AMHO, YCTAHOBJIECHO, YTO B MOJABJISIONIEM OOJBIIIMHCTBE
cinydaeB (85%) mexanuzmamu pa3puthsi BCC SBISIOTCS KeTyT0UYKOBBIE
TaxuapuTMHUU — xKeayaoukoBas Taxukapausa (OKT) u dudbpumisums
xenynoukoB (PXK) ¢ mociaeayonym pa3BUTHEM acUCTOIUU. OCTaBIIHECS
15% npuxoasTcs Ha 1010 OpaJuapuTMHAMN U aCUCTOJIMH.

MexaHuambl BCC

=Bpaan 15%
=dXK 40%
KT 45%




IIATOTEHES.

Y MalMeHTOB C OTCYTCTBUEM BBIPAKEHHOU CTPYKTYPHOU
narosioruu cepana BCC, K@k nmpaBuiio, BOGHUKAET U3-3a
st 2 MoppHOi i JKT o funy torsades de

.

N4ueM CIPYKTYpHOU Malolioruu ¢EpALia, B
HC bC, Kenya@4KOBBIC apUT BO3HUKAIOTHTNOO
o » N\
13-3a NeIABMICHN ocAPOM MIlieMry MITOKapaa, 1100 B!

ATespeanzannMexanuamMéi peefip)
(apKTHOTO pyoIa .

aCTu

U

6} o

bpanucucroinyeckue MEXaHUBMbI XapaKTEP bl 11 al[UEHTOB
C TEPMUHAJILHBIMHU CTAIUSAMBICTPYKTYPHONW HMATOIOTUHU CEpALA.



BCC HE OPEJICTABIISIET COBOM CAMOCTOSTEJIBLHONM HO30JIOTMYECKON
EJIMHULIBI — TO I'PYIIIIOBOE IOHSITUE, BKJIIOYAIOIIEE B CEBS PSIJ|
PA3JIMYHBIX CAMOCTOSITEJILHBIX 3ABOJIEBAHUN U COCTOSIHUN

Cpenu Bcex popm BCC Hanbonee pacrpocTpaneHa cMepTh, 00yCIOBICHHAs
uieMudeckon (kopoHapHoi) 6osesnbio cepaia (MbC), koTopyro 0003Ha4ar0T
KaK BHe3amHas (ocTpasi) kopoHapHas cMmepth (BKC).

[Tpuunnamu BCC MOTYT CITy>KUTh KapJIMOMHUOIIATHH, OCOOEHHO aJIKOTOJIbHAS
KapAMOMHUOIIATUN, MUOKAPAUTHI,

IIOPOKHU PA3BUTHSI COCYAOB, apUTMUYECKUE CUHIPOMBI U JIIP.

< Kananonaruu > (HacjaeACTBEHHBIX HAPYIICHUI

(YHKIIMOHUPOBAHUSI MOHHBIX KaHAJIOB IIMTOJIEMMBI
KapIMOMHUOLIUTOB)




OCHOBHBIE @AKTOPBI PHUCKA

WL 1LY, S

Onm30/ cepJeYHOTO apecTa B aHaMHe3€e M/UiIi TeMOIMHAMMWYIECKH
3HaunMas ycromnumsas KT

[IepeneceHHbI HH(PAPKT MUOKAp/ia B aHAMHE3E

Cucronunueckas I[I/IC(I)YHKI_II/IH JICBOI'O KCJIIYAOYKaA

CunkonanvHvle cCOCMOSHUS



D AKTOPHI PHICKA
BTOPOCTEIIEHHBIE.
I )
. |

AptepualibHasi TUIIEPTEH3US U TUIEPTPODUS JIEBOI0 KEITyI0UKa
JlucnunuaemMus
Duzuyeckas aKmMuBHOCMb
YnorpebiaeHue aaKorois
Kypenue
CaxapHblil 1rua0eT

Yeennuenune UCC u BapnabenbHOCTh pUTMa Cepra

E ¥




ITroomnaktuka BCC — 3TO KOMILJIEKC MEPOITPUATUI, TTIPOBOJANUMBIX C IEJBIO
HPEAYIIPEXIAEHWA MJIIM YMEHBIIEHWSA BEPOATHOCTHU PA3BUTHUA BCC, KOTOPBII1
OCYIIECTBJIAETCA ¥V TAHUEHTOB BE3 2O1IM3010B CEPAEYHOI'O APECTA B AHAMHE3E, HO
NMEIOIINX PAKTOPHI PUCKA PA3BUTHUA BCC (HEPBI/I‘{HA_H HPOCDI/IJ'IAKTI/IKA) NJIn

YV JIAL TIEPEXXUBIINX CEPJIEYHBIA APECT (BTOPI/I‘{HA}I HPOCDI/U[AKTI/IKA)

MennkaMeHTO3HbBIE METO/IbI
NHTEpBEHIIMOHHBIE METOIbI
PEeHTreHaH10BaCKYIISIpHOE
neuyeHue NbC




MEIUKAMEHTO3HBIE METO/IbI

1 bera-anpeHo0I0KaTOPHI

1 Maruoutopsl AII® u 010KaTOPHI aHk

1 AeTwiIcaJIunmiIoBas KHUCIOTa
1 CTaTuHBI

1 Hutparsl

OBLIX PELETITOPOB




WMHTEPBEHIIMIOHHBIE METO/IbI

1 IMnnaHTHpyeMBbIM KapauoBepTep-AehUOPHUILISATOD




Ycrbe
NEeroyHbiX BeH

P aﬂI/I o4acCTOTHAasd Karerep
Ana
abnayun

a0JISIIIMSI @ L ...

PeHTreHaH10BacKyIspHOE
nedenue MbC




CtraTH®UKALINS PUCKA BCC v MALIMEHTOB C
[MOCTUH®APKTHBIM KAPJIMOCKJIEPO30M U CUCTOJIMYECKON

JIMCOYHKIMEN JIDK

1. Ectb 11 Bepu(UIMPOBAHHBII 3MH30]] cepeuHoro apecra Beiaencreue OK/KT?

Ha HeT
CM. myHKT 2
EcThb Jin cTeHOKApausi W/ WK NPU3HAKH JecTadmim3anuu Teuenusi UBC?
Jla Het

Koponaporpadgmus, 06cyk1aTb BO3MOKHOCTh
peBacKyJsIpu3anuu

CwM. pasges pekoMenaanuu mo npopuinakruke BCC

3. EcTb 11 3aperncTpupoBaHHbIe HEYCTONYNBBIE JKeTY10YKOBbIe HApyIeHust puTtma?

Ja
XM-IKT', suno0PU

Hert
CMm. nyHKT 4

4, EcTh JM KJIHHHKO-HHCTPYMEHTAIbLHbIE MPU3HAKH XPOHHYECKOil aHEBPH3MBbI JIEBOI0 KeJTy104Ka?

Ja

O0cy:kaaTh KapaAMOXUMPYPruvecKoe JjeyeHue

Her
CM. myHKT 5

5. ®B JI)K menee 40%?

Jla

Cwm. pasaea npopuiaakruka BCC

Her
CwMm. paznea crpaTudukanusi pucka u MeTObI
npopuiaaktuku BCC y nanueHToB ¢ XpOHUYECKOM

HUBC u coxpanHoi cucroanyeckoi pynxumeit JIXK




CtraT®UKALINS PUCKA BCC v MAIMEHTOB ¢ XPOHMUYECKON UBC n
COXPAHHOU CUCTOJIMYECKOU ®YHKIMUEN JIJK

OCTpEIE KOPOHAPHEIE DITU30/bI?

1.EcTh nu mpexoadaiasa Uin nmoCTOsAHHAA UIICMUA MUOKapaa w/unn ITOBTOPHLIC

Ha
Koponaporpadusi ¢ nenbto BiOOpa
METO/1a PEBACKYIISIPU3AINU

Her
CM. MyHKT 2

HapyIIEeHUs pUTMA?

2. EcTb 11 3aperucTpupOBaHHbBIE YCTOMYHUBBIC/HEYCTONIMBEIC KEITYIOUKOBHIC

Ha
Koponaporpadusi ¢ nenbto BiOOpa
METO/1a PEBACKYIISIPU3AIIU

Her
CM. peKOMEHIalluu M0 JUArHOCTHUKE U
JICUCHUTO

xpornndeckot UbC u npodunakTuky
BCC




CtPATUOUKALIMS PUCKA BCC v MALMEHTOB C XPOHUYECKON
CEPJIEYHOU HEJIOCTATOYHOCTBIO

1. Umerorcs u nadHble 00 umeMudeckoM regeze XCH?

Ha Her
Koponaporpadus, o0cyxkaarb BO3MOXKHOCTb CM. yHKT 2
PEBACKYIIIPU3AIAH

2. EcTb 1M yKa3aHus B aHAMHE3€ Ha SIIH30]] CEpAECIHOro apecTa?

Ha Her
(cMm. pexomenaanuu o npogunakruke BCC — Mepsl npodunakTuku OyayT ONMPeneasiThCs:
wiacc I, mynkr 1) « ®K XCH nmo NYHA,
bera-anpenobmokaropbl * peanunHoi @B JIK,

* HajmureM /orcyTcTBreM JKA

* HaJIM4YMeM /OTCYTCTBHEM IPU3HAKOB JIE-
CHHXPOHHU3AIMHU KETYI0UYKOB

(cMm. pexoMenmanuu 1o npoduinakruke BCC)

3. IMeroTcs 3aperucTpupoBaHHbIC YCTONYMBBIC/HEYCTOMYUBBIC KEIYTOUYKOBBIC HAPYIIICHUS PUTMA?

Ha Her
XM-3OKT', o0cyxaaTh MpoBeIeHHE Cwum. pexomenaamuu mo npodunakruke BCC
sHJI0KapanaibHoro OO




BCC 1P KAPIUOMUOTIATUSAX

KOTOPBIX (DUKCUPYIOTCS CTP HKIIMOHAJILHBIE
HAPYILIECHUSA

ITon kapauoMuonaTHsMy MOHUMAKOT 3a00/IeBaHNs MUOKapAa, IPH
e u/mm
IO aTepPACKIIEPO3a,

yritiosH evoM ;.‘




PEKOMEHALIMA T10 TEHETUYECKOMY
TECTUPOBAHUIO

1.¥ Bcex mamuenToB ¢ JIKMII pekoMeHayeTCs TIATeIbHOE N3YYECHHUE
CEMENHOT0 aHAMHE3a HE MEHEE UEM B 3 MOKOJIEHUIX

2. Pexomenmyercs KaplmonomqécikﬁﬁéI{ijHHHr POICTBEHHUKOB TIEPBOM
JIMHUAW POZCTBA; | / |\ '
3. Ilpu BBISABICHUU Y pOILCTBeHHHKOB anBHéKOB JIKMH PEKOMEHYETCS

pPETYISIPHOE Kap)monormecme 06cne)1013aHHe v

4. Ecnu npusHaku JIKMII prOJICTBeHHI/IquB He OOHaAPY’KEHBI U
reHETUYECKOE TECTUPOBaHNE HEBO3MOKHO, PEKOMEHYETCS PErYISPHOE
KapIMOJIOTHYECKOE 00CIIEI0BAaHUE



CTPATUOUKALIMS PUCKA JIKMII

1. Umerores nmu nauHabie 00 nniemMuyeckoMm redese XCH?

Ja Her
Koponaporpadmus, obey:xaath Cwm. myHKT 2
BO3MOYKHOCTH PeBaCKYJISIPU3AIIAN

2. Ectp VYKa3aHud B aHaMHe3€e Ha 911130/ CepIedHOoro apeCTa?

Ja Her
(cM. pekOMeHIAIUH 10 TIPO(PU-IAKTUKE Meps! npopuIakTUKY Oy IyT
BCC — knacc I, nysaxr 1) OIIpe/IeJISAThCS:

+ ®K XCH mo NYHA,

+ sesimunszon OB JIHK,

* HajguuueM /orcyrerBueM A

* HaJIM4YreM /OTCYTCTBHEM IIPU3HAKOB JIe-
CUHXPOHU3AIUH JKeJIYJOIKOB

(cM. pekOMEHIAIINH 10 IIPO(PUITaAKTHKE

BCCO)

3. Umetorest 3aperucTpupoBaHHBIE YCTOMYHBBIE/HEYCTOMYHUBHIE KTy T0UYKOBBIE
HapyIIeHus purMa’?

Ja Her
XM-OKIT', obcy:rnaTs mpoBegeHme Cwm. pekomMeHZAIIAH TI0 TIPO(PUIIAKTHEE
oHTokapauaapHoro OOU BCC




CtraTH®UKALIMS PUCKA ' KMII

«0oJbIue» (0OCHOBHBIE) (DaKTOPBI passutue BCC B0O3MOXKHO y OTAEJbHBIX

pucka passutus BCC MANUCHTOB

-OcranoBka cepjaua B ciaeacteue @K wnu  -Oudpuitnus npeacepaui

KT -Nmemust muokapaa

-CrnoHTaHHasi yCTOMYMBAs KeIylaoukoBasgs -Hanndre BRICOKO pHCKOBBIX MyTalvl
TaXUKAPIHS TE€HOB

-CeMenHbI aHamHe3 ciiydaeB BCC -NHTencuBHas (COpEBHOBATEILHAS)
-HeoObsicHUMBIE CUHKOITE (u3nUecKasi Harpys3Ka

- Y TOJIIIIEHUE CTEHOK JIEBOTO JKEITYA0YKa

>30 MM

-HeycroriumBas cnoHTaHHAs
YKEJTYJIOYKOBasi TaXUKaApAUs




A

BCC v MAUMEHTOB C KAHAJIOTIATUSIMU Y CUHAROMOM PAHHE
PEITOJISIPU3ALIMA JKEJIYIOUYKOB

B !
Cungpom yammunerHoro uatepsaia QT (LQTS) — nacaencTtsenHoe
3a00JICBaHKE, XapaKTCPU3YIOIISECs MaTOJIOTHYSCKUM YINIHHCHUEM
naTepsaia QT na D el U QTc >440
MC Y MY’KYHH), CHHKO BBEICOKM PHCKOM
BCC Bcieacreue pass YVIIOYKOBOW TaXWKAPIAUU

‘TUIa mupysT (torsades

LQTS pa3BuBaercs BCaeiacTB i B 13 rerax
CunapoMm AHnmepcena (wi T
Cungpom Tumoru (mmm LQTS)

ﬁ



CTPATU®UKALIUS PUCKA

LQT1
Bbicokuin (>50%) > 500 mc t8¥§
> unm < 500 mc II:8¥§
Y 4909
CpeaHnin (30-49%) <500 mc LQT2
Hunakmn (<30%) < 500 mc LQT2
LQT1

MY>K/KEeH
MY>K/KEH
MY>K

XeH
MYX
KEH

Myx
MYX/KeH




=
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N3menenus oOpasa xu3Hu. Eciii reHOTUN CUHApPOMAa YCTAHOBJIEH, TO
M3MEHEHUE 00pa3a KM3HHU PEKOMEHYETCS IIPOBOJIUTH C YUYETOM BIIUSHUS
CrelM(pUUIECKUX TPUTTEPHBIX MEXaHU3MOB (haTajJbHBIX UCXOO0B.

bonbsabiM ¢ cuaapomamu LQT1 u LQTS5 pekoMenayercs MakCMMaabHO
OrpaHUYUTh (PU3HUCCKHUE HArPy3KH, 0COOCHHO COCTSA3aTCIIPHYIO CIIOPTUBHYIO
CCTBJISITh MX O]

Oerarh BO3OEUCTBUS
HE3aMHBIX

CHJIBHBIX DMOIMANA (CTp@i, 370CTH, 14, DK aM‘
aKyCTHYECKHUX CTUMYJIOB. (Oymu oOuJIsl, 3BOHOK
TenedoHa), 0COOCHHO BO BReMsI CH AKOKE SBJISIETCSI BHICOKO
PHCKOBBIM B OTHOILEHUH PAaSBHTHUs KapmuasrsHbIXcoObiTHi (KA, BCC)
IOCJIEpoA0BbIi epuo. KpoMeoro, TpurrepoM MOKeT SIBUTHCS IIPHEM
nekapcts, yauuHsiomux uHTepBan QT. Cinenyer m30eraTh mpreMa MHIIEBLIX
100aBOK C HEONPEACICHHBIM XMMHUYECKHUM COCTAaBOM.



oM ykopouenHoro unrepsana QT (SQTS) — renernuecku
OBJICHHOE 3a00JIeBaHUE, XapaKTePU3YIOIIeeCss YKOPOUCHUEM, KaK
abcomornoro (QT <300-340 1 koppurupoBarnoro (QTe
<320 mc) 3Ha4eHUs I/IHTepBJY OKUM, CHMMETPUYHbBIM,
OCTPOKOHCUHBIM 3yorom T 1 [ICKTPOM HapYILICHHHA
JeuHoro putma ot ®I1 1 opox i BCC 00br4HO
JIy4aroTCsl B COCTOSIHUM TMOKO cHe. OOMOpOK IpU CUHAPOME
SQT Berpedaercs menee 4acTo, YeM BCC, xoTopas SIBISCTCS EPBBIM
HPOSIBIICHHEM 3a00JICBaHHS 5\60J1 MHCTBA MAI[ICHTOB.

% %




OnnHHa QTc, ms <370 1
<350 2
<330 3
MHTepBan oT Toukn J 4O MakcMmanbsHoOro ypoBHs (nvka) T <120 ms 1
AHaMHe3
CepaeyHbln apecT B aHaMHe3e 2
HokymeHTupoBaHHasa KT unu combpunnaumns xxenyaoykoB 2
CuHkone 6e3 ABHbIX MPUYnH 1
MepuaTtensHas aputmuns 1

CemeliHbIl aHaMHe3

PoacTtBeHHUKM 1- 1 2-1 NNHUM POACTBA, MMEILLME BbICOKOBEPOSITHBIN 2

SQTS

BHe3anHO HeOOBbACHMMO ymepLune POACTBEHHUKM 1-U U 2-i AvHUK 1
poacTea

CuHOpoM MrageH4Yeckon BHE3arnHom CMepTu 1

FeHomun

MyTauma HensBEeCTHOM 3Ha4YMMOCTM, BbisiBNeHHast B reHax KCNH2,1
KCNQ1, KCNJ2
OueHka seposimHocmu duazHo3a SQTS

Hanunune STQS BbICOKOBEPOSITHO 4 n bonee
Hanvune STQS BepoATHO 8

Hanvune STQS manoBeposiTHO 1-2




D 4

CI/IHI[POM EPYFAI[A — 3 EHETUYECKUA OBY,Cfl)BHEHHOE 3ABOJIEBAHUE,
PASBUBAIOHIEECA BCIIBICTBUE AHOMA.HBHOﬁ

JIEKTPODPU3UOJIOT MYECKON AKTUBHOCTU 9HI/I\(API[A I[TPABOI'O
KEIIYJOUKA B OBJIACTU BBIHOCHAIIIEI'O TPAKTA

MYTALIMU B 8 PABJINYHBIX FEHAX.

3 TEHA HATPUEBBIX KAHAJIOB

2 TEHAX KAJIMEBBIX KAHAJIOB

2 TEHAX KAJIbLIUEBBIX KAHAJIOB U .

1 r'EH JIUIEPOII- 3-®OCOATAETUAPOTEHA3BI 1 THUIIA
- L B -

~ Ipeaukropamu HEOIArONMPUATHOIO MCXoaa pu cunapome Bpyrana
SIBJISIFOTCSI MY>KCKOM I10JI, CHHKOIIE UM BHE3aIlHasi CMEPTh B
CEMENHOM aHaMHE3€, CIIOHTAHHBINA TOIBEM cerMe}yST B
orBeaeHuaX V1—-V3 B kOMOMHAIIUY ¢ CUHKOIE, CIIOHTAHHBIC
M3MeHEeHNs cerMeHTa S'T



OKI -MPU3BHAKY CUHJIPOMA BPYraa

1 Tun

SCILYIN P
EifsiEe fieni

ERAS

CBoayatbin ST cermeHT

23



OKI -nPM3HAKM CMHJIPOMA BPyrana

2 Tun
S ) A s P

y

3 Tun

’\’ﬁ N

[ ]
= ) /\,./\\_.

J

CepnoBuaHbiv ST cermeHT
>1 mm

CennosuaHbin ST cermeHT
<1lmm




CITACUDBO 3A BHUMAHHUE




