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BHe3anHaa cmepTb

° HEI'IpE,EI,BVI,EI,EHHOe cMmepTe/ibHOE CO6bITl/Ie, HE
CBA3aHHOE C TpaBMOIZ N BO3HUKatoLlee B TeyeHne 1 4
C MOMeEHTa noAsaeHnNAaA CUMMMNOTOMOB Y MPAKTUYHECKU

340P0OBOI0 4Ye/ioBEKa.

 Ecnan cmepTb HacTynmna B OTCYTCTBME OYeBUALEB, K
MPAKTUYECKN 300POBbIM MOMKHO OTHECTU AU, C
XOPOLIMM CaMOYyBCTBMEM W OTCYTCTBMEM Kanob B

TeyeHue npealuecTeyowmx 24 v,



BHe3anHaA cepaevyHaa cmepTb

* BPOXAEHHOE WUAN NpuobpeTeHHOE NOTEHLUWANbHO
daTtanbHoe 3aboneBaHue cepaua 6bino
ANAarHOCTUPOBAHO NPU KU3HU

° Ha BCKpPbITUM BbIABIEHA MNATONIOTUA CcepAeYvHo-
COCYAMUCTOMN cCUCTEeMbl, CNocobHaA nOTeHUMaAbHO
ObITb NPUYMHON CMEPTH

°* Ha BCKPbITUM HET OYEBUAHDbIX IKCTPaKapAUaJbHbIX
NPUYUH CcmepTn (HapyleHne pPUTMa  CAYKUT
Hanbonee BepOATHOW NPUYNHOMN)



ANnaemunonorma

e exxerogHo ot CC3 Bo Bcem mupe normbatot 17
MWNJIMOHOB 4YenoBeK, U3 HUX 25% cTaHOBATCA
eptBamun BCC

* yucno cnydaes BCC sapbupyet ot 1,40 Ha 100
000 HaceneHwnAa B rod, cpeaun KeHwmH Ao 6,68
Ha 100 000 yenoBekK B rog cpean My*4mH



Tnonorua
* MOJIOAO0OW BO3pPACT:

— NaTOJIOrTMnN MOHHbIX KaHAJ/10B,

— KdapaANOMUNOINaATUMN,

— MUNOKapAunTbl

— MHTOKCUKaUNUU, B TOM HNCJ/1€E HAPKOTUYHECKHUE.

* CTapLIMM BO3PACT:
— NBC,
— CH,

— K/1dlNMaHHble NMOPOKMW.




CNnoXXHocTtn YCTaHOB/1€eéHUA NPUYnNHbLI

* NMOXWNOWU BO3PACT - COYEeTaHUe HECKO/IbKUX
XxpoHuyeckmnx CC3 (He Bceraa MOXHO
onpeaenunTb, Kakoe n3 HMUX B bonbLlei
cteneHn cnocobcrtesoBano passutuio BCC)

* MOJ1040M BO3PaCT — 6ONbLINHCTBO
HacneaACTBEHHbIX KaHaN0MaTu He CBA3aHbl CO
CTPYKTYPHbIMU USMEHEHUAMMU B MUOKapAae
(HO yacTo aBaatoTca npuimHoun BCC)



BbiasneHue npuunHbl BCC

OLEeHKa pUCKa BHe3anHou cmepTu
ANA Apyrux yneHos cembu!!l!

OT1 2% po 54% cnyyaes BCC ocratotca
HeobbACHUMbIMKU!!!



Bonpocbl K NaToNnoroaHatomy:
ABNSAETCA NN NPUYMHOUN CMePTU 3aboneBaHme
cepaua’?

XapaKTtep 3aboneBaHuA cepaLa

6bina 1M cmepTb CBA3aHa C HapyLLEeHUaAMU
PUTMA”?

3abonesaHmne HacneacTtseHHoe? Tpebyetca nu
obcnegoBaHMe poacTBEHHMKOB nornbiero?

eCTb /I NPU3HAKN TOKCUYECKOro NOpParKeHUS,
ynotpebaeHnsa HAapKOTUKOB AN ApYyTrue
NPUYNHbI HEECTECTBEHHOU CMEPTU?



OnpepeneHue pucka BCC

vy vy 6e3 nssectHbix 3abonesaHum cepaua

noytn B 50% cnyyaes OCTaHOBKA cepaua NPOUCXOAUT Yy aul,
6e3 m3BecTHbIX 3abonesaHun cepgua (Myerburg RJ, et al.,,
1992)

60NbLIKMHCTBO n3 HUX npwu 3TOM nmeet
HeaAUarHoCTUPOBAHHYIO UBC (PpamunHremckoe
nccneposaHue, Lloyd-Jones DM, et al., 2004)

CHUXXeHue 3aboneBaemoctu WUBC un papyron cepaedHo-
COCYAUCTON  MAaToONOTMM  MPUBOAUT K  YMEHbLUEHMIO
BepoaTHocTtu BCC (Perk J, et al., 2012)

OueHKa uMHAuBMAYaNbHOro pucka passutna UBC (yposeHb
obuwero xonectepmHa B CbIBOPOTKE, YPOBEHb [/IOKO3bl,
apTepuasbHOE AaBNEHMNE, KYPEHME N MHAEKC MacCbl Tena)



OnpepeneHue pucka BCC

vy vy 6e3 nssectHbix 3abonesaHum cepaua

* M3yyeHune reHeTU4YECKON NpegpacnonoxeHHoctTn kK BCC

* 1 cnhyyam BCC B cembe - OP BCC cocTasnsert 1,89,
2 cnyyas - 9,44 (Jouven X, et al., 1999)

e cemenHbI aHamHe3 BCC— OP BCC 1,46
(PpamumnHremckoe nccnepgosanue, Friedlander, et
al., 1998)

* cemenHbI aHamHe3 BCC 3HaynTenbHo Yaule

BCTPEYaeTcs y /L, peaHMMUPOBAHHbIX NOCAe
®XK, Ol 2,72 (Dekker, et al., 2006)

 NHK-mapkepbl BCC He 06HapyKeHbi!!!



OnpepeneHue pucka BCC

naumeHTtbl ¢ UbC

No34HME NOTEHLMAIbI }KEJIYAOYKOB U
npeacepanm

BapmnabenbHOCTb CEPAEYHOIrO PUTMA
ancnepcuna QT nHTepBana
anbTepHauma syoua T
TYpOYNEeHTHOCTb Cepae4YHOoro pmMTma

HU OAMH U3 3TUX NPOrHOCTUYECKUX MapKepoB
He OKa3a/cA Nosie3HbIM ANA KIUHNYECKOMW
npakTukun!!!



OnpepeneHue pucka BCC

nauumeHTbl ¢ UbC

* EAVMHCTBEHHbIM NPeaUKTOPOM, ANA KOTOPOTOo
noATBEPKAeHa CTOMKaA cBA3b ¢ pnckom BCC
asnaetca ®BJIHK!I!

* CHmKeHne ®B/IXK no 35% n meHee asnaetca
NOoKa3saHnem Aana mmnnaHtaunm UK y
nauneHToB ¢ CH nwemmnyeckom sTMoONOrnm c
Luenbto nepBnyHon npodumnaktnkmn BCC



OnpepeneHue pucka BCC

nauuneHTbl C HacneaCcTtBeéHHbIMU aPUTMOIreHHbiMmun 3abonesaHuamm

* CMHApOM yaANUHEHHOro nHtepsana QT

* npoaonxkmutenbHoctb QTc 6onee 500 mc
* onpeaeneHue reHeTU4YECKOro BapmaHTa cMHApPoOMa

* CMHApPOM YKOpOYeHHOro uHtepsana QT

* npeguKtTopbl BCC He BbiaeneHsbl

* CnHgpom bpyraaa

* [lpeankTopbl BCC He BblaeneHbl

* [TunepTpodunyecKas KapamommonaTmsa

* Bblpa*KeHHOoCTb runeptpodpmmn MK

* lnnataynMoHHaA KapanommonaTma

* MyTauunA reHa 1 aMnHa4



[MpodpunakTnka BCC

CBoeBpeMeHHOEe BblAAB/IEHUE MPU3HAKOB
HacneACcTBEHHbIX aPUTMOTEHHbIX
3abonesanHum (IKI, IxoKr)

[MonynaumMoHHbIe CKPUHUHIKN?
(3KoOHOMMYEecKana 3PPEKTUBHOCTb, MONYYEHME
JIOXKHOMONIOXKUTE/IbHbBIX U
NIOXKHOOTPULLATENbHbIX PE3Y/1bTaTOB

CKpUHUHT poacTBeHHUKOB XepTts BCC!!!

Ob6cnepoBaHUe NauUEeHTOB C CUMNTOMAaMM
YenyaouyKoBbIX HAPYLUEHUN PUTMaA



CKpUHUHT poacTBeHHUKOB XeptB BCC

* MpumepHo B 50% cnyyaes y poacTBeHHUKOB KeptB BCC yctaHaBausaloT
AWNAarHo3 Hac/eacTBeHHbIX apUTMOreHHbiX 3abosneBaHuit (KaHanonaTtuy,
Hanpumep, cMHApPOoMm bpyraga; cemenMHoOU rMnepxonectTepmHeMum,
KM, aputmoreHHaa kapgunomuonatua MXK).

* CKPUHMHI NPOXoAaAT ToNbKo 40% poacTBeHHUKOB




CKpUHUHr poacTBeHHUKOB XeptB BCC

Céop * C60p aHaMHe3a }KU3HU

aHamHe3a u * C60p cemenHOro aHamHe3sa no 3aboneBaHuam cepaua 1 cayyaam
du3nkanbHoe  BHE3aNHOU CMepTH

obcnepoBaHue

IKI ® UcxopHana IKI B 12-T1 oTBeAeHUAX CO CTaHAAPTHbIMU U

BbICOKMMM rpyAHbIMU OTBEAEHUAMMU
e CyTOUHbIN ambynaTopHbI MOHUTOPUHT DKl

e Ctpecc-tecr

e CurHan-ycpegHeHHana IKI

¢ TecT c npoBOKauueu alimanmHom/dpnekanHnaom (npm
nopao3peHunun Ha Cbp)

Busyanusauyuma © isyxmepHaa IXoKlr
* MPT (c KOHTpacTom U 6e3 Hero)

leHeTMyecKoe e HanpaBneHHOe MONEeKYyNApPHOE TeECTUPOBAHUE U reHeTUYecKoe
TeCTUPOBaHUE  KOHCY/IbTUPOBaHME NPU NOJ03PEHUM Ha KOHKpPEeTHoe
3ab6oneBaHMe Ha OCHOBAHUMU KIMHUYECKUX AAHHDbIX
e KoHCcynbTauuma B cneunasim3aMpoBaHHOM LieHTpe,
cneuuanmnsmpyloemMca Ha reHeTUYEeCKo AUarHoCcTuKe apuTmMmmii



CKpPUHUHr NnauueHTOoB C noao3peHuem Ha
Yenyao4vuKoBble HapyweHUAa pUTma

CtaHpgapTHaA JKI
CyTo4yHOEe MmoHUTopupoBaHue IKI
Harpy3o4Hble npobbl
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CytouHoe moHutopuposaHue IKI,
Harpy3ouHble nNpobbi

* beccmmnToMHaa nwemma MNOKapAda

* [lapoKCcH3Mbl Xenyao4KoBOW TaxXUKapanu

Holter monitor with ECG reading

Heart

Electrodes

e

ECG reading showing heart rhythm

Holter monitor



IXOKI u cTpecc-9xoKrlr

Avnnatauma m
rmnepTpoduna Kamep

cepaua

BpoXkaeHHble NOPOKU
cepaua

JIOKanbHble HapyLeHuUA
COKPaAaTUMOCTH

OB/IK




MPT u KT

obbembl Kamep cepaLa
macca J1XK

dyHKUmA J1K

NOCermeHTHble U300paXKeHUA KOPOHAPHbIX apTeEPUN,
Bblpay€HHOCTb Ka/ibLiIMHO3a

TpexmepHasn
PEKOHCTPYKUUA
n3obpaxxexums
npw

My NbTUCNUPan
bHOW
KOMMBIOTEPHOW
TOMOrpadpum
(MCKT) cepaua
n
KOopoHaporpad
un. BuaHsl
KanbynukaTsl
C Cy)XeHunem
npoceeTa B
cocypax
cpeaua.




KopoHaporpadpus
* 3Ha4YMMan obCTPYKLMA KOPOHAPHbIX apTeEPUI




DU

* NHaykuma KT

* KapTMpoBaHUeE




[MepsuyHaa npodunaktnka BCC B
0COobbIX cUTYyaLuUuax

NN

Priori S.G., Blomstrom-Lundqvist C., MazzantitA. et al. 2015 ESC Guidelines for the management
of patients with ventricular arrhythmias and the prevention of sudden cardiac death The Task
Force for the Management of Patients with Ventricular Arrhythmias and the Prevention of Sudden
Cardiac Death of the European Society of Cardiology (ESC) // European Heart Journal, 2015



BCC n OKC (porocnutanbHbIU 3Tan)

CoKpalwiaTtb Bpemsa mexay 1A
noAs/ieHMemM CMMNTOMOB U penepdysmen

O6yuyeHune uneHos 6purag, CMIN metogam guarHoctukn OKC m IB
BbinonHeHusa C/1P

NMocne BCC Ha gorocnutanbHom 3tane rocnutanamsaumas /iy c IB
BO3MOXHOCTbIO BbINOJIHEHUA nepBuyHoro YKB,
aNeKTpoPn3Inonornyecknx npoueayp u MMnNAaHTauum

YCTPOMCTB MEXaHMNYECKOM NoAJEePHKKHU



BCC n OKC (rocnutanbHbin 3Tan)

PekomeHpauuun Knacc/

YpoBeHb

MauneHtTam ¢ UMnST noKasaHa HEOT/I0}KHAA peBaCKynApU3aLms 1A

BbinonHeHUe peBaCKynapu3aLumMm MMoKapaa peKomeHA40BaHo naumeHTam c UM6nST IC
WU HeCcTabunbHOM cTeHOKapauen

KAT ¢ BO3MO}XHOI Nocaeayowein aHrMmon/1acCTUKO B Te4eHue nepebix 2 IC
4acoB rocnNMTannsaumMm peKkomeHa0BaHa NayMeHTam BbIiCOKOro pucka ¢ UMnST, B Tom
YyUucne C XusHeyrpoxxarowmmu XA

PaHHAA peBacKynspusauuma B NOIHOM ob6beme peKoMmeHA0BaHa C Le/blo IC
Nle4eHUa UWeMUn MUOKapAa, KOTopaa MOXeT HabnloaaTbca y NnaumMeHTos
¢ peunausupyrowmmm XT nam OX

PaHHee OoTKpbiTUE MHPAPKT-CBA3AHHOMU apTEPUN PEKOMEHAYETCA C Le/blo IC
NeyeHua obpaTumbix HapyweHuit AB nposeaeHUA NLLEeMUYECKOro reHesa,

ocobeHHO AB 6n0kagbl Ha poHe UM HUXKHEN NOKaNU3aLMK, AaXKe B C/ly4ae No3gHero
obpaweHua (>12 yacos)

MNauyueHTOB B 6€CcCO3HaTE/IbHOM COCTOAHUUN, NEPEIKUBLUMUX BHETOCMUTA/IbHYIO IB
OCTAaHOBKY cepaua U umeroLwmnx Ha noctpeaHumaumoHHoi IKI npusHakn UMnST
Heob6XxoAMMO A0CTaBNATb HANPAMYIO B peHTreHonepauMoHHYIo ana BbinonHeHna KAl

HasHaueHue 6eTta-agpeHobn0KaTOpOB 1A



BCC n aucodyHKkuuma JIXK

PekomeHaauum Knacc/
YpoBeHb

HasHaueHe UAN® (capTaHos), 6B u AMKP y nauueHToB ¢ XCH co IA
CHUXXeHunem cucrtonnuyeckomn pyHkuum (PB /1K <35-40%)

Mmnnantauma UK[ y naumeHToB ¢ KimMHnuyeckumu cumnromamum XCH (ll- 1A (U3)

Il ®K NYHA) n cHuxkeHnem ®B J1XK <35% IB (H3)
CepaeyHan pecCMHXpOoHMU3npylowan Tepanua y naumeHTos ¢ XCH u IA (150)
BJTHIMT, umerowmm cHuKeHHYo PB JIXK <35% IB (120-150

Ha3HaueHue ammnogapoHa u KatetepHaa abnauua y naymeHTtoB c yactom llaB
cumnTomHoM K3 nnm HYXKT



BCC v AKMI

PekomeHaaumu Knacc/
YpoBeHb

Ha3sHauyeHue nAMN®, 6b n AMKP 1A

BbicTpoe BbiAiBIEHME U KOPPEKLUUA apUTMOreHHbIXx paKkTopoB IC
(Hanpumep, runokannemma) n conytcreylowmx 3abonesaHum
(Hanpumep, naTonorua WMUTOBUAHON Kenesbl)

MposeaeHune KAT ctabunbHbim naymeHtam ¢ AKMMN npn BosHMKHOBeHun |IB
HoBbIX XXHP

Umnnantauyua UK naymeHtam ¢ AKMI1 u remoguHamunyecku 1A
3HauMmbiMmu KT/}, umerowmm oxKupaemyro NPOAONKUTENIbHOCTb
YXU3HU € Xopowum PYHKLUOHANbHbIM cTaTycom >1 roaa

Umnnantauma UK naymeHtam ¢ AKMM u cumnromHom XCH (NYHA II-lII  IB
®K) co cHukeHHom PB JTXK <35%

BbinonHeHue KaTeTepHou abnauumn naumeHtam ¢ AKMIM, umerowmm KT IB
NO MEeXaHU3MY pe-3HTPU C UMPKYAauUuen Bo36yKaAeHUA NO HOXKam
ny4ka Mca, peppakTepHylo K MeaUKaMeHTO3HOM Tepanuum

Umnnantauuio UK/ cnepyet paccmatpuBatb y naumeHTos ¢ AKMI I1aB
U NOATBEPXAEHHON naTonormyecko myrauueit LMNA



BCC u TKMIN

PekomeHaaumu Knacc/

YpoBeHb

Naumentam c TIKMIN pekomeHao0BaHO n3beratb copeBHOBATE/IbHbIX IC
BMA0B CropTa

MUmnnaHtauua UK pekomeHaoBaHa nauueHTam, umerowmm IB
CMOHTaHHbIle ycTonumsble T, conpoBoOXKaaloWwmueca pasBuTueM
CMHKOMAa/IbHbIX COCTOAHUIA UK YXYALUEHUEM reMOAUHAMUKN, NPU

YC/I0BUU OXKNAAEMOI NPOAOIKUTENBHOCTU XKU3Hu >1 roga

NMposepeHue crpatndpukauum pucka BCC B TeueHmne npeacroawmx 5 ner  IB
C ucnonb3oBaHMem Kanbkynatopa Risk-SCD pekomeHA0BaHO y

nauymeHTtoB ¢ TKMI1 B Bo3pacTe 216 net UCXoaHO NpPuU NEePBOM KOHTAKTe C
nauyMeHToM, 3aTem ¢ uHTepsanom 1-2 roga, Amb6o npu Haanuum

U3MEHEHUM B KIMHUYECKOM CTaTyce

MmnnanTtauuio UK cheayet paccmatpuBaTth Y NaLUMEHTOB € oueHoyHou  |laB
5-netHei BepoATHOCTbLIO pa3BuTtua BCC 26%

UmnnaHtauyuio UK MOXKHO paccmaTpuBaTb Y OTAENbHbIX NALLMEHTOB C lIbB
OLLeHOYHOMU 5-neTHeit BepoaTHOCTbIO pa3BuTnA BCC 24% n <6%



BCC n TKMI (oueHKa puckKa)

EUROPEAN
SOCIETY OF
CARDIOLOGY®

Age

Maximum LV wall
thickness

Left atrial size

Max LVOT
gradient

Family History of
SCD

Non-sustained VT

Unexplained
syncope

HCM Risk-SCD Calculator

Years

mm

mm

mmHg

No ¢ Yes

No °* Yes

No ¢ Yes

Age at evaluation

Transthoracic Echocardiographic measurement

Left atrial diameter determined by M-Mode or 2D echocardiography in the
parasternal long axis plane at time of evaluation

The maximum LV outflow gradient determined at rest and with Valsalva
provocation (irrespective of concurrent medical treatment) using pulsed and
continuous wave Doppler from the apical three and five chamber views. Peak
outflow tract gradients should be determined using the modified Bernouilli
equation: Gradient= 4V 2, where V is the peak aortic outflow velocity

History of sudden cardiac death in 1 or more first degree relatives under 40
years of age or SCD.in a first degree relative with confirmed HCM at any age
(post or ante-mortem diagnosis).

3 consecutive ventricular beats at a rate of 120 beats per minute and <30s in
duration on Hoiter monitoring (minimum duration 24 hours) at or prior to
evaluation.

History of unexplained syncope at or prior to evaluation.

Risk of SCD at 5 years (%):

19.36

ESC recommendation:

ICD should be considered




BCC u AKX

PekomeHpgaLmu Knacc/

YpoBeHb

BonbHbiMm AKIXK peKomeHA0BaHO BO34epXKaTbCA OT y4acCTUA B IC
copeBHOBaTe/IbHbIX BUAAX CNOpPTa

Ha3sHauyeHue bb B MakcMManbHO NnepeHOCUMBbIX A03aX IC

UmnnaHtauua UK pekomeHaoBaHa NaymeHTam, Mmerowmm anm3os IC
remoguHammuyeckmn sHaummon KT B aHamHese

HasHauyeHUe amnogapoHa cnegyet paccmaTtpuBaTb B cayyae llaC
HenepeHOCMMOCTU UM HaIMYUA NPOTUBONOKA3aHUM K npuemy bb

UmnnaHtauuo UK cnepyet paccmatpusatb y naumeHToB ¢ AKIMK, y I1aB
KOoTopbix yctonumnsan KT He conpoBoXKaaeTca HapyLleHMem

remogMHamMmuKu, B3BeLMBaA PUCK BbINOJIHEHUA NpoLueaypbl, BKAOYaA
AONTOCPOYHbIE OC/NIOXKHEHUA, U NOTEeHLUMANbHYI0 nonb3y UK-Tepanuun



BCC u LQTS

PekomeHaaL MK Knacc/
YpoBeHb

Cnepylowime meponpu1aTua No Koppekuumn obpasa X1U3HuU IB
pekomeHA0BaHbl BCeEM NauMeHTam C AMarHocTtupoBaHHbiMm LQTS:

(a) U3beraTb npuema meguKameHTOB, CNOCOOGCTBYIOLLUX YAJAUHEHUIO
WHTepBana

(b) KoppeKkuua HapyweHUi 3NeKTpoAnTHoro 6anaHca (rmnokanuemus,
rMNnoMarHuemMus, rMnoKaabLuueMu1sa), KoTopble MOryT pa3BuBaTbCA Ha

¢doHe

ANnapeu, pBoTbl UM MeTaboMuecKMX HapyLUeHUH).

(c) U3beraTtb cneundpuryecknx TpurrepoB apuTMnm (aKTUBHOE Na1aBaHue,
ocobeHHo npu LQTS1, n Bo3aeicTBue rpomKkux 3syKos npu LQTS2).

NMaumeHTam c KAIMHUYECKUM amnarHosom LQTS pekomeHpgoBaH npuem bb  IB

HasHaueHue bBb cnepyet paccmaTtpuBaTtb Y HOCUTENEN FreHEeTUYECKOMn I1aB
myTauum LQTS ¢ HopmanbHbim QT MHTEpBanoOm

Umnnantauyuio UK/ B couetaHum c npuemom bb cnepyer I1aB
pekomeHAaoBaTb nayneHtam ¢ LQTS U cMHKoNasbHbIMU COCTOAHUAMM
n/vnm XT Ha doHe npuema agekBaTHou A03bl BB



BCC u LQTS

PekomeHpauuu Knacc/

YpoBeHb

Bbino/iHEHMeE rPyAHOIN NeBOCTOPOHHEN CMMMATUUYECKON AeHepBaLum llaC
cepaua cneayet paccmaTpuBaTtb Y CMMNTOMHbIX nauueHTos ¢ LQTS B
cneayloLmxX cayvanx:

(a) Npuem Bb HeadppeKTUBEH, NN10XO NepeHocUTcA, NIMbo nmetrorca
NPOTUBONOKA3aHUS;

(b) UKO-Tepanua npoTMBONOKa3aHa UM MMeeTCA OTKa3 NalMueHTa

JleueHune 6n10KaTOpamMu HaTpueBbIX KaHanoB (meKcunetuH, nekanuug 1lbC
WKW PAHONA3MH) MOXKET PAacCMaTPMUBATLCA B KauecTBe A0NO/IHUTENIbHOMU
Tepanuu C uenblo YMeHblUeHUA AIMTEeNIbHOCTU UHTepBana QT y

naumeHToB ¢ LQTS3 n ysennyeHnem QTc >500 mc

Umnnantauua UK moXKeT paccmatpuBaTbCcA B A0NO/IHEHUE lIbC
K Tepanuu Bb y acumnTOMHbIX HOCUTENei NAaTONOrM4YeCcKo myTauum B
reHax KCNH2 wnun SCN5A npu yeenuvyeHuu QTc >500 mc



BCC n SQTS

PekomeHaaLmu Knacc/

YposeHb

UmnnaHtauua UK pekomeHaoBaHa naumeHtam ¢ SQTS, KoTtopble IC
MMEIOT AOKYMEHTUPOBAHHYIO CMOHTAHHYIO ycTOMUuMuBYIO KT

HasHayeHUe XMHUAUHA NN COTAN0IA MOXKET PacCMaTPUBATbLCA Y lIbC
NaulMeHToB C AUArHOCTUpPOBaHHbIM SQTS, umerownx nokasaHma K UK -
Tepanuu, B C/ly4yae, Korga AaHHaA npoueaypa npoTMBonNoKasaHa Uam

MMeeTCA OTKa3 NaLmueHToB

HasHauyeHUe XMHUAUHA NN COTAN0IA MOXKET PacCMaTPUBATbLCA Y lIbC
AaCMMNTOMHbIX NALUEHTOB C AnarHocTtuposaHHbim SQTS, umetrowmx
cemeiHblii aHaMHe3 BHe3anHou cepaeyHoON CMepPTH



BCC u cmHapom bpvyraaa

PekomeHpaumu Knacc/

YpoBeHb

Cnepywouwme meponpuatma No KoppeKuumn obpasa }KusHu IC
pekomeHA0BaHbl BCeM NAaLUEHTaM C AuarHocTMpoBaHHbim Chp:

(a) U3beraTb npuema meguKameHTOB, KOTOpble MOryT NPOBOLUPOBATb
anesauuio cermeHTta ST B NpaBbiX rPyAHbIX OTBEeAEeHUAX;

(b) U36eraTb n36bITOUHOro ynotpebneHmnsa ankorona n nepeenaHus;

(c) HemepgneHHbI Npuem KaponoHMKALMX NPENAPATOB NpU

BO3HMKHOBEHUM INXOpPaAKn noboro reHesa.

MmnnaHtauua UKL pekomeHao0BaHa NauueHTam C ANarHOCTUPOBAHHbIM IC
Cbp, KOTOpble MMEKT AOKYMEHTUPOBAHHYIO CMOHTAaHHYI0 ycTonumsyio XKT.

Umnnantauyuio UK cnepgyet paccmaTtpmBaTtb Y NaLUEHTOB llaC
co cnoHTaHHbIMK IKI npoasneHnamu 1 tuna Cbp n cMHKonNasnbHbIMMU
COCTOAHUAMMU B aHaMHe3e

HasHauyeHue XMHNANHA MOKeT paccmaTpuBaTbCcA Y NnauueHTos, umerowmnx  llaC
nokKasaHuAa K UK[l-tepanuu, B cnyyae, Korga AaHHaA npoueaypa
NPOTUBOMNOKa3aHa AN MMmeeTcA OTKa3 NauueHToB

UmnnaHtauna UK moKeT paccmatpuBaTbCca Y NALMEHTOB C lIbC
AnarHoctuposaHHbim Cbp, y KoTopbix pa3suBaetca ®X Bo Bpema
NPoOrpamMmmMmmnpyemMmon CTUMyNALUN XKeNy[04uKosB



C/1P npu BCC B ycnosuax navgemuu COVID-19




Oka3aHue nepsoun nomouwum npu BCC HenpodeccmoHanbHbIM
peaHumaTopom B ycnosusax naHgemuu COVID-19

Echn ecTb puUCK 3apaXeHus,

HeNpo@eCcCUOoHabHbIe /
peaHMMaTopbl MMeOT NPaBo He
OKa3blBaTb MepByr NOMOLLb, HO
AO/IKHbl 006A3aTENbHO BbI3BATH

CKOpYHO MeANLMNHCKYHO
NOMOLLb. Ecan ecTb

NOAO3PEHME HA Haanyme vy
NoCTpaAasLUero COVID-19, \ ‘
Heobxoaumo coobwute 06

MEeANLMHCKON MNOMOLLUM NpwU K
Bbl30OBe.

/




Oka3saHue nepsou nomouim npu BCC HenpodeccuoHanbHbIM

peaHumaTopom B ycnosuax naHgemuu COVID-19
o8

e Ynenntb BHUMAHUE NMNYHOU Oe30nacHoOCTW.
Echu pocTtynHbl cpeactBa  WMHAUMBUAYANbHOMN
3aWUTbl  (MeAUUMHCKME MACKM U MepyaTKy,
OYKM) — BOCNO/Ib30BaATLCA UMMU.

 QOueHMBaTb [AblXaHWE TO/IbKO BM3YasbHO, He
NbiITaaCb  ycablWaTb  WAM  NOYYBCTBOBATb
AblXaHune, 6IM3Ko0 HaKNOHUBLUUCH CBOUM JINLLOM
K NoCTpajasLuemy.

* BbINOAHATbL TO/NIbKO HAAABAMBAHMA Ha FPYAUHY
(Komnpeccunmn rpyaHom KNeTKn)

* [locne okasaHuA NepBon NOMOLLKN HEODBXOAMMO
TWATE/IbHO BbIMbITb PYKM C  MbIIOM U
obpaboTaTb NX CnMpTocoaeprKallmu
Ne3nHPULNPYIOLLMMM PACTBOPaMMU




MCKyccTBeHHOe AbiXxaHue

Ocobbim CAy4yaem ABNAETCH
npoBeaeHne  cepAaevyHO-Nero4YHOm
peaHnmaumMm mnageHuam m OeTaMm.
na HUX nposeaeHune
MCKYCCTBEHHOIO AblXaHUA ABNAETCA
KPUTUYECKN Ba)XHbIM. BbinosHeHue
MCKYCCTBEHHbIX BAOXOB YBE/INYMBAET
pUCK nepenayn Bupyca COVID-19
nMbo  4enoBeKy, OKa3sbiBatloWEMY
nepByto nomouwb, AnMb6O camomy
pebeHKy/mnageHuy. OpHako 3TOT
PUCK onpaBAaH MO CPAaBHEHUIO C
puckom  6e3mencTtBmA,  KoTopoe
npuBeaeT K HeusbexxHoU cmepTu
MN1ageHuUa nnm pebeHka.




Mocne oKasaHMA nNepBOM MNOMOLLM HeobxoAMMO TLLATENAbHO
BbIMbITb PYKU C MbIIOM M 06paboTaTb MX cnMpTOCOoAEepKaLllMmu
Ne3sNHPULUPYIOLWUMHU pacTBOpamm




PacwuupeHHble peaHMMALMOHHbIE MeponpUATUA
Yy nauumeHTa ¢ sepoAaTHbim COVID - 19

Mpexae 4Yem NPUCTYNUTL K
PaCLUMPEHHbIM PEAHMMALMOHHbIM
MepOonNpUATUAM Heobxoanmo
HaaeTb cpeAcTBa
UHAMBUAYANbHON  3aWuTbl 3
YPOBHS




PacwumpeHHble peaHUMALNOHHbIE MeponpUATUA
y nauyueHrta c sepoAatHbim COVID - 1

{ B

* OueHuBaTb AblXxaHMe TO/IbKO BU3YaAJ/IbHO,
He MNblITaACb YC/bllWLaTb U1K MOYYBCTBOBATb
AblXaHWNe, 6/1M3KO HaKNOHUBLUUCb CBOUM
INMUOM K NOCTpPpadaBLUEMY.

 [lpn Bbl30BE peaHUMALMOHHOMN Bpuragbl
coobWwnTb, YTO NaUMEeHT WUHOUUUPOBAH
NN BepoATHO MHPMumnposaH COVID-19

* BbinonHATCA TO/IbKO Komnpeccuum
rPYAHOW KNEeTKU

e KaK MOXHO ObicTpee obecneynTb
BEHTUNALMIO NIETKUX MelWKom AmMbBy mnu
annapatom UBJ1, cobniogas Bce npasuna
repmeTusayum



[1pn otcytctBun CU3 3 ypoBHA

OueHNTb Hann4ne AbiXxaHUA No
MPUHLMMY BUXKY

Bbi3BaTb peaHMMaLMOHHY0 bpuraay

ObecneynTb MakCcMmanbHO bbiCTpytO
noctaBky aedunbpunnatopa (npwu
Hann4YnUun AePpmbprUNNATOPHOIO PUTMA
3 nocnepoBaTeNbHbIX pa3paaa)

Komnpeccuun rpyaHomn KNeTKnN He
nposoaarcal!l



NOHELLKUIA
HALMOHAJIbHbIN
MEAULIUHCKUM

YHUBEPCUTET
UM. M. TOPBKOI'O

bnarogapum 3a BHMMaHue!



