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CAMAPCKHMH
OBAACTHOM
KAMHHUYECKHI
HAvicnaHcep > | ancance
Camapckum rocyaapCTBEHHbIN MEAVULIMHCKUWA YHUBEPCUTET

Kadbepa kapgmonorun n CCX MO Caml MY

PEKOMEHOALIMU ESC NO
NIEMEHUIO NALUMEHTOB C
XXENYOO4YKOBbIMU
HAPYLLEHUAMU PUTMA
N NMPODPUNAKTUKE BHE3AMHOW
CEPOEYHOW CMEPTMU 2015




TepMUHbI

BHe3anHasa cMepTb

HenpeaosuaeHHoOe cmepTenbHOoe
cobbITUE, HE CBSI3aHHOE C
TpaBMOW U BO3HUMKaIOLLIEE B
TeyeHue 1 Y

C MOMEHTa NosABJ1IEHUA
CAMIMTOMOB Y MNMPaKTN4YeCKHA
300POBOIo 4eJyioBeKa.

Ecnu cmepTb HacTynuna B
OTCYTCTBME OYeBUALEB, K
NpaKkTUYeCKN 300POBLIM MOXHO
OTHeCTU nuuy

C XOPOLLM CaMOYYyBCTBUEM U
OTCYTCTBMEM >Kanob B Te4eHune
npeawecTBYOLNX 24 Y.

BHe3anHaa cepae4vyHas
cmepTtb (BCC)

NOHNUMAIOT eCTECTBEHHYIO CMEPTb
BCneacTBue cepaevyHoun
naTornoruu,

KOTOpOW npealuecteoBana
BHe3amnHas noteps CoO3HaHUA B
TeYyeHune 4Yaca

nocne BO3HMKHOBEHUA OCTPOU
CUMMTOMATUKK, Korga o
npegwecTBytowemM 3abonesaHmnn
cepaua MoXeT ObITb U3BECTHO, HO
HaCTynfieHne CMepTu ABNAETCS
HeOXnaaHHbIM
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1100-9000 cmepTen B EBpone u 800-6200 cmepTen B
CLUA kaxabiv ron




NMpnunHbl BCC B pa3HbIX
BO3pacCTHbIX rpynnax

Monopnou Bo3pacT Crtapwun Bo3pacT

« [1aTonormst NOHHbIX « [lereHepaTuBHbIE
KaHanoB.; 3aboneBanusa (MbC,

» Kapavomuonatuu; KranaHHble Nopoku n CH);

* MwuvokapauThbl,

 PasznunyHble
MHTOKCUKaALUNN, B TOM
4yucrie HapKkoOTUYECKMNE;




OnpeneneHune pucka BCC

/ Ha cerogHswWwHWM AeHb \

cTpatudukaumsa pmcka
Ha OCHOBE reHeETUYEeCKOro aHanmsa
BO3MOXXHa TOSIbKO ANl HEKOTOPbIX
3aborneBaHun, TakMX Kak LQTS n
avnaraumoHHas kapgnomuonaTug
(AKMTT) ¢ myTauuen reHa nammHa

A/C /




CKPVHUWHT pOACTBEHHUKOB XepTB

Meton
CGop aHamHe3a 1 obLLMi ocMOTD

KT

Buayanusauus
[eHETUYECKOe TECTUPOBAHME

BHe3anHoOUu cCMepTu

O6cnepoBaunue poacteeHHnKoB Xepte CBHC unu BAC

[leiicTeus’

+ COOp aHaMHe3a X13Hu
+ COop cemeltHoro aHamHe3a no 3abonesaHam CepaLa v cnyyaam BHe3anHoi CMepTy

* UcxopHas 3KI B 12-T1 0TBE/IEHMSX CO CTAHAAPTHBIMM W BLICOKAMM MPYAHLIMI OTBEAEHUAMM
+ CYTOYHbIi amOynaTopHblit MOHUTOPKHT SKI

» Ctpecc-Tect

» Curxan-ycpeaHexHaa 3KI (CY-3KI)

» TecT ¢ npoBokaLeit atmManiuHoM/dnexanHuaoM (npu nogospenun Ha Cbp)

+ [iByxmepras xoKI n(unm) MPT (c koHTpacTom 1 6e3 Hero)

+ HanpafieHHoe MoKy NIsipHOE TECTUPOBAHIE U FEHETUYECKOE KOHCYIETHPOBAHMUE MU MOA03PEHUM Ha KOHKPETHOE
3a60/1eBaHME HA OCHOBAHUN KIMHUYECKUX JaHHBIX
+ KoHcynbTaLus B CnewUMant3upoBaHHOM LIEHTPE, CreLanianpyIoLLEMCs Ha reHeTYECKOH AMATHOCTHKE apuTMuit
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no.qTBep)Kp,eHHoro AMarHosa unw
nogo3peHus
Ha XXenyAo4KoBble HapyLleHUs1 puTma

(XKHP)

OueHKa KINMHNYECKOU KapTUHbI U

aHaMHEe3d

/CVIMI'ITOMbI, Ha KOTopble crneayetr oébpaTtutb BHUMAHUE: \

* YyauleHHoe cepauebuneHue;

« OBmopoKu;

\ natonornen Cepaua;

 [NpegobMopoYHOE COCTOSAHUE;

* CMMNTOMBI, CBAA3aHHLIE C BeayLLEN CTPYKTYPHOM

J

(

\_nX O03bl.

COop nogpobHoro aHamHesa o criyyasix
BCC B ceMbe 1 ncnosrb30BaHNK
NeKkapCTBEHHbIX NpenapaToB, BKNYas

~

J




HenHBa3uBHbLIE TeCTbl U UHBA3UBHbIE
MeToAbl

ncecerieanoBaHumA
HeunHBa3uBHbLIE MeTOAbI UHBa3nBHbLIE MeTOoAbl

IKI" B 12-T1 oTBeAeHUAX B | « KopoHapHad

NOKOE; aHrnorpadwus;
MoHutopuposaHue 9KI; . DU

Harpy3o4dHoe
TECTUPOBAHUE;

MeToabl BU3yanusaunm:

o OXOKI;

« Ctpecc- IxoKl wumnu
OAHOQOTOHHa4A
amuccunoHHas KT;

 MPT nnu KT;




[Toaxoabl kK neyeHuro XXHP

e JleyeHne oCHOBHOro 3aboneBaHns cepaLa;

 MeankameHTO3HOE nevyeHue XXHP un
npodunakTnka BCC:

* [IpoTBOApPUTMUYECKNE NpenapaThl;
o ONEKTPONUTHI

* JleyueHne c NnpuMeHeHNeM
MMNNAHTUPYEMbIX YCTPOUCTB:

* IKL;



ViMNJ1aHTUpyemblie

KapanoBepTepbl-
aehuopunnaTopbl

YCTPOWCTBO, NpeAHa3Ha4YeHHoe ANns NpepbiBaHNS
XKN3HEYrpOXKaroLLIMX apuTMUIA C Lenbo NpeaoTBpalleHuns

BHe3arnHowu cepgevyHon cMepTu
Implantable cardioverter defibrillator (ICD)

Pulse
generator



KoHuenuuna npodunakTukm
BHe3anHoOU cepaevyHoOUu CMepTHr

MepBUYHas

HQOQMHBKTM Ka

BHe3anHou cepaevHoun
CMepTu nogpasymMmeBaeTt
HeobxoaMMOCTb
npoBeaeHns
npodunakTUYecKmnx
MEPONPUATUN Y NaLINEHTOB,
Haxo4sALWmMXca B rpynne
pucka BOK/ BCC, 6e3
HarmM4ymsi CrIOHTaHHbIX
NPUCTYMOB
reMmognHaMn4yeCcKu-
3HA4YMMON apuTMnm u/
BHe3arnHou o

KpoBOoODOpaLleHUS

2% 1 1 2 R A 1L 1 N 5\ N

BTopuuyHas npodunakruka

BHE3arnHou apuTMmMYECKOU
CMepPTU npeaHasHa4vyeHa ans
nauMeHToB, NepeEHECLLNX
BHE3arnHyl OCTaHOBKY

KpOBOOOpaLLEHNS U/Mnn
aNn304 CNOHTaHHOWU
reMoanHaMUnN4eCcKu-

3Ha4YMMoun apuTMuUmn, Npu

YCITOBUU YTO UX MPUYNHA HE
bbina npexoasiLen.




cTpaTernyeckum HanpasrneHuem B npodunaktuke BCC

ABJISIETCA paHHAA AUArHOCTUKA 3aboneBaHuna cepaua,
ageKkBaTHOe fneyeHme JaHHOro s3aboneBaHusa v ero

OCITOXXHEeHUM
JlekapcTBeHHbIE NpenapaThl, obnaaatome Bblpa)KeHHbIM

9P PEKTOM B CHUXKEHUN pUCKa BHE3ANHOWU cepaeyHONn:
* AcCnupuH;

» beta-agpeHobnokaTopbl;

* Hrmbutopsl AlP;

e CTaTuHbI;

* AHTaAroHUCTbl anbAoCTEPOHa.

[MpumeHeHne VKO B npodpunaktmke BCC
OCHOBaHO Ha NPenUMyLLECTBEHHO
apuTMmmyeckom mexaHusme passutmns BCC (go
90%), Korga ocTaHOBKa KpoBOOOpalLLeHUS
ABMNAETCA CNneacTBMEM BHE3AMNHO PE3BUBLLENCS
dumbpunnaumn xenynoykos (PXK) nnu
XenyagodkoBoun Taxmkapoumn (2KT)



[MokazaHua ana UKO-tepanuu

[na Bcex nokaszanun k IK[-tepanun, peLueHne B
nonb3dy nocneagHemn NPUHNMAETCS, TOMbKO B
crny4asx, korga nporHo3mpyemasi
rPOoOoINKUMETIbHOCMb XXU3HU NMaLueHTa, C
OTHOCUTENBHO XOPOLINM PYHKLIMOHASTbHbIM
CTaTyCcoM ripesbiluaem 1 200.

HeobxoanmocTb B ageKkBaTHOW
peBackynapusauum Muokapga, Hapsagy co
CTpeMNEHNEM  paauKanbHOro  yCTpaHeHud
aputTMmnm  ABNAKOTCA  MPUOPUTETHLIMKA MO
OTHOLUEeHuto K npumeHeHuto IKL-tepanuu.



UKL B kayecTBe BTOpH4HOMN npodunakTukmu BCC u XT

Wmnnauraumns UK pekomenayercs 151-154
naumeHTam ¢ AOKYMeHTUpoBaHHO DX

UK remoanHaMmMyecku 3Haumnmoii XT npu
OTCYTCTBUMU 0OPATUMBIX NPUYUH APUTMUN,

(3a ncknioyeHmem nepebix 48 4 OT Havana

M), HaxoasLWMMCS Ha ANUTENbHOK
ONTUMANbHON MEANKAMEHTO3HON

Tepanum U UMEIOLLIM OXNAAeMYI0
NPOAOMAXUTENBHOCTb XNU3HN C XOPOLLUM
byHKUMOHaNbHLIM CTaTycoMm >1 roaa.
Amnnantaumio UKL cnepyer fla
paccmarpueaTth y NauMeHTos

C peumManBupyioLWnMMKn yeTonYmesiMmn XT

(3a ucknoyeHnem nepesix 48 4 OT Havana

M), HaxoAALWMXCA HA ANUTENBHON
ONTUMANbHON MEAUKAMEHTO3HOM

Tepanuu, umeloLwmx HopmanbHyo @B JTXK

“ 0XMAAEMYI0 NPOAONIXUTENBHOCTL XNU3HU

C XOPOLWMM DYHKLUMOHANBHBIM CTATYCOM
>1ropa.

Y naumentos ¢ ©X/ KT n umerowmmmncs lIb
nokasasuamm Kk UK-repanum MOXHO
paccMmarpuBaTh Ha3Ha4YeHWe aMmMoaapoHa,

ecnu umnnadtaums MK Heso3amoxHa,
MMEIOTCH NPOTUBONOKA3aHNS B CBA3MU

C CONyTCTBYIOWEH NaToNormen unm

8 Cny4yae 0Tkasa naumesTa.

Mp3x

155, 156




[MoakoxHbie UKL

UmnnanTauua nogkoxHoro UK

MpuMeHeHne NOAKOXHbIX lla C 157, 158
nedbubpunnstopos cneayer
paccMarpuBaTh B Ka4ecTse

anbTepHaTUBL! UMNNAHTUPYEMbIM
TPAHCBEHO3HO YCTPONCTBAM Y NaUNEHTOB
¢ noka3anusamum K UK -repanuu,

npu OTCYTCTBUKU HEOBXOAMMOCTH
aHTMOpaauKapaAUTUYECKON CTUMYNALIK,
Cepae4HOn PeCcMHXPOHU3aLMKU Unu
AHTUTAXUKAPANTUYECKON CTUMYNALIK.

MmnnauTaums noaKOXHOro Ilb C Mp3k
nedbubpunnsatopa Moxer

paccMaTpuBaThCs Kak ankTepHarusa

TpaHcBeHo3HbIM UK -cuctemam B cnyyae

3aTPYAHEHNIA C BEHO3HbIM AOCTYNOM,

nocne akcrpakumun UKL scnepgcrsue

MHOULMPOBAHMS UNKU Y MONOABLIX

NaLMEHTOB C HEOBXOAMMOCTLIO

anutensHoin MKA-tepanuu.



HocuMble KapanoBepTepbl-
aecounopunnnAaATopbl

4.3.3. Hocumbiit kapauoseptep-aedudpunnsarop (HKA)

Mpumenexne HKA
Wenons3osanmne HKI moxer 167, 168

paccMaTpuBaThCs Y B3POCAbIX NALMEHTOB
CO CHUXEHHOI CUCTONMYECKON DYHKLIMEN
NIX; y koTopbix coxpausetcs puck BAC

Ha NPOTSXEHUN OrpaHUyeHHOro nepuoaa
BPEMEHM, HO NPK 3TOM OHU HE RBNSITCH
KaHaMaAaTaM1 Ha UMNAAHTALMIO

WK/ B AaHHbI MOMEHT (K NpUMepy,

B kayectee bridge- Tepanuu nepen
TPaHCNAaHTaumen cepaua, kak BpeMeHHblit
METO/ NeYeHUs Nepes TPAHCBEHO3HOM
umnnautaumnein UKL, npu nepunapransHoi
KapavoMuonaTum, OCTPOM MUOKapauTe

1 HAPYLUEHNAX PUTMA B PaHHEM
NoCTMHGAPKTHOM Nepuoae).




NMHTepBeHUMNOHHbIE MeToAbl

MauaAalLllAa
KaTteTtepHasa abnauus

B NIe4eHnmn yctonymsom moHomoppHom XT

Pekomenpaumm Knacc® Ypoeews  Ccbinku®

HeoTnoxHada katerepHasa abnaums l B 183
pekoMeHa0BaHa nauueHTam ¢ cyocTpar-

accoLMMPOBaHHOM HenpepsbiBHOM XT unu

3NEeKTPUYECKUM LUTOPMOM.

KaTteTepHasa abnauvg pekoMeHaoBaHa I B 184-186
nauueHTam ¢ MBC v NOBTOPHLIMK
HEOHOKPaTHLIMK cpadaTbiBaHuaMu UK
BCNEACTBUME ycTonumaomn XT.
CnefyeT pacCMOTPEThL BO3MOXHOCTh lla
BbINOJIHEHUA KaTeTepHOW abnaumn
nocne Nepeoro anu3oaa yctonymeom XT

y naumeHTos ¢ U6C n UK.

Cnefyet pacCMOTPETE BO3MOXHOCTS lla B 184-186
BLINONHEHWS KaTeTepHOK abnauuu

nocne Nepeoro anu204a yecTon4ueonl XT

y nauueHToB ¢ U6C un UK.

B

184-186



11 aUNECHTDbI CO CTPYKTYPHBbIMU 3400Ji€eBaHUAMMU

cepaua
(cybcTpaT-accoumnnpoBaHHble Taxukapaum)

KatetepHaga abnauunsa npun XXT ymeHbLUaeT
BEPOATHOCTL nocneayrwmx umnynoscos oT KL v
npegoTBpaLlaeT NoBTOPHbIe anu3oabl XT;

KaTteTepHaa abnaunsa npuMeHseTcs:

e OnNda YycTpaHeHua HenpepbiBHOU KT unu
9NEeKTPUYECKOro LITOPMa;

* ONS YMEHbLUEHNSA 4acTOThl Nnu

npegoTBpalleHnsd NOBTOPHbLIX  3MM3040B
cTtounkoun XXT;



MKLO-Ttepanua apdekTuBHO ycTpaHaeT KT y

nauneHToB C niiemMmmn4ecKkomn n
Heuwemmnyeckon kapguommonaTtuen, Ho He
MOXET npegoTBpaTuUTb  MOBTOPHLIX

AMNN3040B aPpUTMUN.

BoO3MOXXHbIe OCITOXXHEHUA KAaTETEPHOM abnauunn:
* IHCynbT;

* [loBpexaeHne KnanaHoB cepaLa;
 TamnoHapa cepaua;

» Pa3sutne AB-brnokaasi.

JleTanbHOCTBL, CBA3aHHas C onepaunen, HaxoguTcs B
npeaenax ot 0% 0o 3%



XT y naumeHTOB 6€3 CTPYKTYPHOU
naroniornm cepaua

Hanbosnee 4YyacTto HabnaaeTcsa U3 30Hbl BbIXOOHOMO
TpakTa (BT) X nnun JTXK;

[MaumeHtam c XT-BTIK/XKO pekomeHaoBaHa KaTeTepHas
abnaunsi B Ka4ectBe MeToaa nNepBoro Bblibopa;

Mpn XKT-BTIDK/XKO BbINonHeEHMe KaTeTepHoOU abnaunu
clieQyeT paccmaTtpuBaTb TOSIBKO MPUM OTCYTCTBUM 3dpdoeKkTa
NPOTUBOAPUTMUYECKON Tepanun,



Xupyprudeckaqa abnauusa XT

Xupypruuyeckaq adbnaumsa noa

KOHTPONEM NpeaonepaunoHHoro

W MHTpaonepaunoHHoro
3NEKTPODU3NONOTMYECKOTO KAPTUPOBAHNA
B YCNOBWUAX ONbITHOrO LIEHTpa
pekoMeHayeTca nauueHTam ¢ XT,
pedpakTepHOoit K aHTMAPUTMUYECKOW
MEQVKaMEHTO3HOM Tepanuu, nocne
HeadEeKTUBHOIK KaTETEPHO abnauuu,
BbIMONHAEMO#M OMNbITHLIM CNELMANUCTOM.

MoXeT paccMaTpMBaTLCH BO3MOXHOCTh lb
XUpypruyeckoi adbnaumm 8o Bpemsd
KapAWOXMPYpPruyeckux onepaumi

(KOpOHAapHOE LWYHTUPOBaHWE UNK
BMeLLaTeNLCTBA Ha KanaHax

cepaua) y NauneHToB C KIIMHUYECKU
NoKyMmeHTupoBaHHoU XT unu @X nocne
HeadEeKTUBHOIN KaTETEPHON abnauuu.




JIleyeHue XHP v npodumnnakTuka
BCC
y naumeHToB ¢ UBC



OCTpbIU KOPOHAPHbLIN CUHOPOM
(OKC)

Bo wmHorux cnyyaax BCC npu OKC
HaCcTynaeT Ha gorocnuTanbHOM aTare;

Y 6% naumeHToB ¢ OKC B nepBble 48 4 C
MOMEHTa NoABNeHnsa CMUMNTOMOB
Pa3BNBAOTCH

KT nnn ©XK, yalle Bcero 4o Unv Bo BpeM4
penepqy3nu;



AunarHoCTn4YeCcKnun anropmTM y naLmMeHToB C
yctonumnebiMmu XA Ha choHe OKC.

Heorroxnaa KAI' u nosmas
pPeBACKY.IAPH3AIHsA NPH HEOOXOAHMOCTH

(K mpuMepy, 5 Mr METONpPOJION B/B)

|
v v

Peumausupyiomas XKT /DX e [MauuenT
WIH yacTas HeycToiuusasa KT cTabuieH
4 l i -
Kapauosepcus/nednbpunnsims
Caepxuacrasi CTUMYJISILIUS
Amuoaapon 300 mr B/B
Jlnpokaun

|

PaccMoTpeTs HEODXOAUMOCTD
JalbHEHIIEeH peBacKyIsipyu3aliuu
(oueHka pyukuuun JIK,
MOBTOpPHAsl KopoHapoaHruorpadus)
OnpenenuTs 1HeaecoodpasHOCThb
L BBeACHUA d/ieKTpoanToB Kt n Mg 2+ |
¢

I
] PaccMoTpeTh BO3MOXHOCTh )
BBIMOJIHEHHUS KAaTeTEPHOMH
abnaumMy U/MaH cefaluu
¥ TPAHCTIOPTUPOBKA
B CMCUMATM3UPOBAHHBIN LIEHTP

‘ Tepanus Bb




Mpodunaktuka BCC npu OKC: porocnuranbHbii 3Tan

pekoMeHOyeTCq COKpallaTh Bpema Mexay
noseneHneM CUMNTOMOB U NepesIM
KOHTakKTOM C Bpa40OM U OT NepBOro KOHTakTa
C BpayoMm A0 penepdy3uu.

PekoMeHA0BaHO 00Y4YEeHNE BCEX YNeHOR
Opurafisl HEOTONOXHOA NOMOLLM OCHOBAM
anardoctikn OKC (C ucnonb30BaHuem
perucTtpatopoe 3Kl 1 TeneMeTpum npu
HeoOX0aAMMOCTH) ¥ 0A308LIM HaBLIKAM
NPOBEASHNA CEPASYHO-NErO4HO MR
peaHuMaumnu U 0edudpunnaurmn Npu
OCTaHOBKe Cepjua, a Takxe obecneyeHune
COOTBETCTEYIOLLMM 000pYyA0BaAHKEM.

PeKOMEHA0BaHO OKa3aHue

0az0B0# U cneurManu3npoBaHHOM
peaHuMaTonorMyeckoi NOMOLLM

No anropuTMy COrnacHo NpoTokony
EBponeickoro 3kcneptHoro Cogerta
no peadMMaumu unn HaumoHansHon/
MexayHapogHon Mpynnsl 3KCNepToe..

el

e s
[ngs BCeX NaLMeHToB C OONAMM 3a rpyAuHOR I

244

178

B noctpeaHuMaumMoHHOM nepuoae |
PEeKOMEHI0BaHO ieYeHue B KPYMHbIX
Creumann3npoBaHHbIX LIEHTpax, NoTeHUManbHO
UMEIOLLIX BO3MOXHOCTb BbINOTHEHNS

nepeuyHoro YKB, anekTpodunanonormyeckmnx
npoueayp, UMNiaHTaUmm yCTponcTs
MEXaHWYECKON NOALAEPXKKM,
KapaMOXMPYPryeckux U COCYAMCTBIX
BMeLLIaTeNLCTB, a TakXe NPUMEHeHUs

METOAMKM TeparneBTUYECKOr rMnoTepMmnm.

Cnenyet paccMmaTtpuBaTtbh BO3MOXHOCTb lla
GOopMUPOBaHNA CETU perMoHasbHbIX

LIEHTPOB M0 OKa3aHWIO MOMOLLM NaLueHTam

C OCTaHOBKOWM cepAiua C Lenbio ynyylieHus
KIMHUYECKOro ucxoaa.



NMpodunakTuka n neyenmne BCC npu OKC:
rocnutanbHblil 3Tan. MNokazaHusa K peBackynapusauum

MaymneHtam ¢ UMnST noka3aHa HeoTNoXHas 247-24

peBackKynapusauung.

BoinonHeHune pesackynapusaumm mumokapaa |
pekoMeHaoBaHo nauyveHTam ¢ MMonST wnn
HecTabDMNLHOW CTeHoKapauen cornacHo
PekomeHpaumam EOK no auarHoctuke

n neyeHunio MMonST.

KAl c BOZMOXHOW Nocrneayouen |
aHrVjoNIacTUKOI B TEYEHUE NEPBLIX 2

yacoB rocnuTannu3aunm pekoMmeHagoBaHa
naumeHTam Bbicokoro pucka ¢ UMnST, B Tom
yucne C XusHeyrpoxawouwmmm XA.

PaHHaa peBackynapusauma B NnoJsiHOM |
obbemMe pekoMeHaoBaHa C LUenbio

flieyeHna niwemMnm Mmokapaa, kotopasa

MOXeT HabnwaaTbCca y NauneHToB

c peungusupyowmmm XXKT unmn XK.

PaHHee oTkpbiTUEe MHPAPKT-CBA3aHHOM |
apTepun pekoMeHyeTca C uenbio

neyeHnsa obpaTtuMbIX HapyLlueHuin AB
npoBefeHusa ULLIEMNYECKOro reHeaa,

ocobeHHo AB Onokaasl Ha @oHe MM HuxXHeR
nokanusauum, gaxe B criiyyae nos3gHero
obpauieHnda (>12 yacos).




MauneHToB B Hecco3HaTelbkHOM

COCTOSIHUW, NEPEXMUBLLNX BHEMOCMUTANbHYIO
OCTaHOBKY cepALa 1 UMeILLINX

Ha nocTpeaHuMaumnoHHoi SKIM npusHaku
NMMnST HeoOxoaMMOo AOCTaBNATL HAMPAMYIO
B PEHTreHonepauvoHHyo 419 BbINONHEeHUS
KAT.

CnepnyeTt paccMOTpeTb BO3MOXHOCTb
“NpoMexyTOYHOW OCTAaHOBKU" B OTAENEHUN
WHTEHCUBHOI TEpanuu 419 NauneHToB

B 6ecco3HaTeNlbHOM COCTOSHWM,
NnepexuBLUNX BHEMOCNUTANbHYIO
OCTaHOBKY cepAla, HO He UMEeIoLLIUX

Ha NocTpeaHuMaunoHHon IKI

npuaHakos MMnST, ¢ uensto

UCKJTKDYEHUA HEKOPOHAPHbIX MPUYKUH
[AHHOro COCTOAHUA. [pKn OTCYTCTBUM
00BLEKTUBHBIX HEKOPOHAPHLIX MPUYMH
cneayet paccMatpusaTth NPOBeeHUe

KAI kak MOXHO B Oonee paHHWUe CPOKK

(<2 yacoB), 0CODEHHO Y reMoanHaMUYeCcKu
HecTabubHbIX NaLUEeHTOB.

lla B

Cnenyet pacCMOTPETL BO3MOXHOCTb lla
UMMJIaHTaLIMKW BCOMOraTesbHbIX YCTPOWUCTB

ANa MexaHuyeckoin nogaepxku JOK nnu
NOAK/TOYEHUS 3KCTpaKopnopanbHbIX

cucteM obecneyeHns Xu3HeaearensHoCTH/
3KMO y naumeHTOoB C HecTabunbLHOM
reMoAuHaMMKOI 1 peluanBUpYOLMMK

XT nnun ©X HeCcMOTps Ha ONTUMANLHYIO
Tepanuio.

B cneuuanu3anpoBaHHbIX LieHTpax lib
MOXET paccMaTpuBaTbCa NPoBeAeHNe
peBackynapusaumnm c obecrneyeHmem
MEXaHUYeCKOM NoAAepXKU

KpoBooOpalleHns y nauneHToB

C pedpakTepHO OCTAaHOBKOW CepaeyHO
[eaTeNbHOCTH.



Mpodunaktuka n nevenmne BCC npu OKC:
rocnuTanbHbi atan. Jebubpunnaumsa/kapanosepcus/
MeauKaMeHTO3Hasa Tepanusa/KateTepHasa abnauua

Pekomenpauun

Mpu peunameupyiowleit nonuMmopdHon XT |
PEeKOMeH0BaHO neyeHue bb.

[na neyeHuna nonumopdHoin XT |
PEKOMEH0BaHO B/B BBEIEHNE
aMnoaapoHa.

HeoTnoxHasa anexTpuyeckan I
kapavosepcua unu nedudpunnaums
PEKOMEHI0BaHa NaLMeHTaM C yCTONYUBOM

XT nnun @X.

HeotnoxHasa KAl ¢ BO3MOXHOM I
nocneaylLlen pesackynapuaaimei
PEKOMEHA0BaHa naumMeHTam

¢ peuvamsupytoLen XT unn ©X B crnyyaax,
KOrga Henb3q UCKIMIOYUTL Hanuune MemMmnm
MUoKapaa.

MauweHTam ¢ peunameupytowein XT nmm |
@X pexomeHa0BaHa KOPPEKUWUa HapyLLUEeHWIA
3NEXTPONUTHOrO DanaHca.

Knacc®  Ypc

B

C

MNpoBegeHue paguoyacToTHOM KaTteTepHon  lla
abnauum B crneumanm3npoBaHHbIX ONbITHLIX
LIeHTpax C nocneayoLLen MniaHTaumnen

VK[ cnefyeT paccMaTtpuBaTth Y NauMeHToB

Cc peumamsupyioLen XT, @X unu
3NEKTPUYECKUM LLITOPMOM, KOTOpLIE
COXPaHAKTCH, HECMOTPS Ha YCMELLHYI0

MOJIHYIO PEBACKYNAPU3aLMIO U ONTUMAIBHYIO
MeUKAMEHTO3HYIO Tepanuio.

B cnyyae yacTbix peunamsos XT, Hecmotpa  lla
Ha aHTUAPUTMWUYECKYH0 MEANKAMEHTO3HYIKO
Tepanuio, NPy HeBO3MOXHOCTU

BbINOMIHEHWA KaTeTepHO abnauum cnegyet
paccMmaTpuBaTh NPOBEfIeHNe CBepX4YacTom
CTUMYIFLMA C NOMOLLGK TPAaHCBEHO3HOMO
anekTpoaa.

B/B BBeieHMe N0KaNHA C LeNbIo lIb
KynupoBaHusa peuvausupyowei XT

unu @X MoXeT ObITb PEKOMEHA0BAHO
nauneHTaM npu oTCYTCTBUM OTBETa

Ha Bb unu aMuogapoH, unu npu
HenepeHoCUMOCTY NOCNEQHErO.

MNpodunakTuueckas Tepanus apyruMm I}
aHTUapuTMuKamu (kpome BB)

=iE PEKOMEHAYETCS.



NMpodmnaktnka BCC B
NOCTUH(APKTHOM nNepuoae

orimumMmarsibHas peeacKyridpu3alus,

MeodukameHmo3as meparnus (6 mom yucrie bb, 0gouHas
aHmumpombouumapHas meparnusi U cmamuHabl);

npogunakmuka u rieqyeHue CH.

PaHHs5 (neped ebinuckou U3 cmauyuoHapa) oueHka OB JIDK
pekomeHoosaHa eceM nauyueHmam rocrie VIM.

[loemopHas oueHka @B JDK uepe3 6-12 Helenb nocrne VM
pekomeHoogaHa C Uerniblo  oripederieHus  rnomeHuuasbHou
Heobxooumocmu  umnnaHmauyuu UKL  Oons  nepeuyHou
npoghunakmukul.



CtaouvunbHasa UBC

Y naymeHtoB ¢ UBC n XA ocoboe 3HadeHue
MMEET OLeHKa obbemMa nopakeHUst KOPOHAPHOIO
pycria n CTENEHN NLLIEMUN.

Xupypruyeckas peBacKkynapunsayms
CNOCOOCTBYET YIYUYLIEHNID BbLIRKMBAEMOCTU W
CHMxXeHuto pucka BCC.

[locne npoBegeHna peBackynapusauum crnegyet
noBTOPHO oueHnTb ®B JIXK yepes 6-12 Heagenb €
Llerbto onpeaeneHuns NoTeHUManbHbIX
nokasaHun K wumMmnnaHtaumm WKIO c uenbto
nepBUYHON MNPOMUNAKTUKMN.



TakKTukKa BegeHnsAa naumneHToB C
AncdyHKumnen
JTXK npv Hann4m nm oTCyTCTBUMN

npu3sHakoB CH _
OnpepgeneHune pmcka BHe3arnHoOW CMepTn y

nayneHToB ¢ CH:

edVNHCTBEHHbIM MOCTOAHHbIM "
He3aBUCUMbIM (DaKTOPOM Ha CEerogHSALLHNIA

MOMEHT SABIIAETCA TSKECTb ANCHYHKLINU
K n ©B JTX.



[MlepBu4yHan npodunaktuka BCC

[puMeHeHne npenapaToB y nauneHToB ¢ guchyHkumen JIXK

Pexomerpgauuu Knacc® Ypoaeub" Cebinku’

PexoMeHI0BaH0 Ha3HaYeHue I A 301-304

ONTUMANTLHOI MEAMKAMEHTO3HOI Umnnantaumna UK[ y naunentoB ¢ aucoyHkumen JIX
Tepanuu ¢ npumeHeHnem MAND (npu PekomeHaaumm Knacc® Ypoeews' Ccbinku®
VX HenepeHocuMoCT — capTaHoB), BB WK/1-Tepanus pekOMEHI0BaHa C LIEMbI0

1 AMKP y naumnenToB ¢ XCH o CHXEHKEM CHkeHma pucka BCC y nauveHTos

CUCTONMYECKO#M (yHKLMM (DB JIX <35-40%) C KnuHuyeckumu cumntomamm XCH (11-11I

. ®K NYHA) 1 cHuxenrem OB JTX <35%,
C LieNbi0 YMEHbILEHA 00LLEN CMEPTHOCTH Ha HOHE ONTUMANLHON MEANKAMEHTO3HOA

v pucka BCC. Tepaniv B TeYeHmne >3 MecsLes, UMEIOLLX
0XVAAEMYIO NPOLIOMKXUTENBHOCTb XNU3HN
C XOPOLLUM BYHKUMOHANbHLIM CTATYCOM
He MeHee 1 ropa npu:

+ Mwemuyeckoit aTmonorum (B Cpoku I A 63, 64
HEe MeHee 6 Hefenb nocne
nepeHecexnHoro UM).

+ HemwemMuyeckom aTUONoruun. | B 64, 316,
Pekomenpauum Knacc® VYpo 47

Cnepnyet paccMaTpuBaTh UMMAAHTaLMIO lla C ———y
UK naumeHTam, OXuaaLLmm

TPaHCnNaHTauuio cepaua, ¢ Lenbio

NepBUYHOIN 1 BTOPUYHO NPODUNAKTUKK

BCC.

UmnnanTtauua UK y naunenTtos c IV O
BHECEHHBbIX B JINCT OXUAaHUA TPaHCNIaHTa



Jleyenune nauymneHToB ¢ guchyukumen JIK n X3

Y NauMeHToR C YacTON CUMNTOMHOR X3 1iu
HYXT cnegyet pacCMOTPeTb BO3IMOXHOCTL!

— Ha3HayeHus aMnmoapoHa. lla B 64
— BLINONHEHKMA KaTeTepHOoi adbnauuu. lla B 341-343
Mpu Hanuymu auceyHKumm JIX, lla B 341-343

accouMKpOBaHHOM ¢ X3, cnegyet
paccMOTPETL NPOBEAEHKE KaTeTepHO

abnauum.
MeaoukaMeHTO3HOE NeYyeHne NauneHToB

c auchynkumnen JIX n yctoinuueon
peunaueupyoweit MoHomopdHom XT

Bcem nauueHTaMm ¢ auchyHkumnen JIX

W ycToMYMBOMA XT nokasaHa onTUMKU3aLna
MEenKaMeHTO3HON Tepanuu XCH

B COOTBETCTBUM C ASACTBYIOLIMMM
PEKOMEHOALUAMM.

Cnepnyet paccMmaTpuBaTh Ha3HayeHue lia
aMWOOAPOHA Yy BCEX NALMEHTOB He3aBUCUMO

OT Hanuyma mam otcytcTena MK ¢ uensio
npodunakTuku XT.




CepaeyvHas
PEeCUHXPOHU3UpPYOLLaa Tepanus

Ta6nuua A. CPT ¢ uensto nepeu4Hou npodunakTukm
BHe3arnHou CMepTu y NaumeHTOB C CUHYCOBbLIM PUTMOM,
umetowmx Il @K u ambynatopHeiit IV K NYHA

PekomeHgauum Knacc® Yposews' Ccbinku’
CPT pexoMeH0BaHa C LeNbio YMEHbLLEHNS 322-326
00LLei CMEPTHOCTH NaLmMeHTam

¢ BJIHII, umeowmM cHuxXeHHyio OB
JIX <35%, HecMOTpA Ha ONTUMALHYIO
MeAWKaMEHTO3HYI0 Tepanuio B TEYEHUE
KaK MUHUMYM 3 MecsLeB, U OXuaaemyio
NPOACIXUTENBHOCTL XU3HW C XOPOLLUM
QYHKUMOHANBLHLIM CTATyCOM HE MeHee

CnenyeT pekoMeH0BaTh UK PaCCMOTPETh
BO3MOXHOCTb CPT C Lenbio yMeHbLUeHna

1 rona npu: 00LLeit CMePTHOCTU N9 NaLMEHTOB

- [InuTensHocT! komnnekca QRS >150 mc. | A 0e3 BJHIN, nmerowmm cHxerHyio ©B
JIX £35%, HeCcMOTpA Ha ONTUMASTbHYI0

. ,U,ﬂMTeﬂbHOCTM KOMIMeKca QRS | B Meﬂ,MKaMeHTO3HYIO TepaﬂMEO B TeyeHue

120-150 mc. KaKk MMHUMYM 3 MeCALIEB, N OXUOAEMYID

NPOAOMIXUTENBHOCTL XU3HW C XOPOLLUM
DYHKLUMOHANLHBLIM CTATYCOM HE MeHee
1 ropa npm:

« nutensHocTv koMmnniekca QRS >150me.  lla B
« OnutensHocTy komnnexkca QRS 120-150 me.  lib B



Ta6nuua B. CPT c uensio nepeu4Hoi npodunakTukm
BHE3arnHoW CMepTH Y NauueHToB ¢ noctoaHHon DI,
umerowux Il @K u améynatopHbiin [V K NYHA

PexomeHnpnauuu | Knacc® | Yposeubb  Cebink
CPT cnepnyet paccMaTpuBaTh C LENLIO lla B 330, 3
CHWXeHWq 00LLEei CMEPTHOCTH

y naumeHToB ¢ XCH v wupokum QRS

KomMrnnekcom =120 ms 1 CHUXEHHON

@B JTX <35%, umetowwux [l OK/

ambynatopHbii [V ®K NYHA B TeueHue

KaK MUHWUMYM NOCNEeHMX 3 MECALIEB,

HECMOTPA HA ONTUMAIbHYIO

MEQVKAMEHTO3HYI0 TEpPanuIo,

1 OXMOAEMYIO NPOAOIIKUTENBHOCTL XU3HU

C XOpPOLUMM DYHKLMOHANBHLIM CTATYCOM

He MeHee 1 roga. o BO3MOXHOCTU AoNnd

OUBEHTPUKYNAPHON CTUMYNIALIMKA [OMXHA

coctasnate 100%.

BoinonHeHuwe abnauuu AB coeiMHeHud lla B 332, 3¢
CnefyeT paccMaTpuBaTh B cnyyae

HenonHo OUBEHTPUKYNAPHOIA

CTUMYNIALMN.



Ta6nuua C. CPT ¢ uenbio
nepeuYHON NpodUNaKTUKN BHe3anHou cCMepTH
y naumeHToB ¢ cuHycoBbiM putmom 1 XCH |l @K NYHA

e S saalh
R e el b

MmnnasTtaumsa CPT- /1 pekoMeHa0BaHa 148, 322,
C UenLI0 yMeHbLLeHna o0Len 323, 325,
CMEepTHOCTM nauuenTam ¢ BTHIMT 327, 329
W Wrpokum QRS komnnekcom =130 Mmc,

MMEIOLLIMM CHUXEHHYI0 @B JTX £30%

B TeYeHMe KaKk MUHUMYM NocnegHux 3

MECHLeB, HECMOTPA Ha ONTUMANLHYIO

MeUKAMEHTO3HYIO Tepanuio,

M 0XUAAEMYIO NPOAOIXUTENLHOCTE XHU3HK

C XOPOLIMM DYHKLUMOHANEHLIM CTaTyCcoM

He MeHee 1 ropa.

BO3MOXHOCTE UMMNAHTaLMK lIb A 148, 327-
CPT-/[1 C Uensio yMeHbLUeHns 329, 334
Yyucna rocnuTanu3auuni e ceasu
C gekoMneHcauueit XCH cnepyet
paccMmaTpueaTh y NauWeHToB
C Wwupokum QRS komnnekcom 2150
MC, HE3aBUCUMO OT ero Mopdonoru,
MMEIOLLNX CHXEHHYI0 OB JTX £35%%
B TEYEHME KaK MUHUMYM NOCNeaHuX 3
MECHLeB, HECMOTPA Ha ONTUMANLHYIO
MEAUKAMEHTOIHYIO TEpanuio,
1 0XMAAEMYI0 NPOAOIXUTENLHOCTE KU3HK
C XOPOLUMM DYHKLIMOHANEHLIM CTaTyCOM
wouMouceiropa: 0 IR



Kapanomuonatuu

rpynna 3abonesaHui MMokapaa, obLUMM Anst KOTOPbIX ABMASIETCA HapyLLeHne
CTPYKTYPbI 1 (PYHKLIMM MMOKapAa Kenyao4ykoB, KOTOPOE HeMb3s MONTHOCTbIO
0ObACHUTL HAaNNYMEeM reMoaMHaMMUYECKN 3HAYNMOro nopaxkeHus KA unu
neperpysku Mmmokapaa.
|

MMnepTpoduueckas
KapauomuonaTusa

[unatauuroHHan PecrpukTuBHan
Kapanomuonartus KapguomuonaTua




INIunaTaunoHHas
Kapaunomuonatus

XapakTepuasyeTtca Hannymem yesenmyeHmsa nonoctu JIXK n
CUCTONNYECKOU OUCHPYHKLNN B OTCYTCTBME COMYTCTBYHOLLMNX
naToriornyecknx coctoaHnnm nnm bC, kotopbie mornu 6ol
SBNATLCS NPUYMHON r1100anNbHOro CHMXXEHUS
COKpaTUTENIbHOW CNOCOBHOCTU MMoKapAaa

Normal Dilated cardiomyopathy

MedicalPlaneT. u




7.1.2. OcHoBblI cTpaTudUKaumMm pucKka 1 noaxoasbl K Tepanmm

Crparudukauma pucka u eegeHme naymentos ¢ AAIKMN

OnTuMancHaa MeaMKaMeHTo3Han
Tepanus (Bxmoyas nANd, 66 u AMKP)
pekoMmeHgosaHa Bcem nauuestam ¢ AKMN
C UENbI0 YMEHBLUEHNA PUCKA BHE3anHON
cmepTy u nporpeccuposaHna XCH.
BhICTpOE BuISBNEHME U KOPPEKLMS
apUTMOreHHbiX GakTopoB (K NnpuMepy,
[EeNCTBNE NPoapuTMHUYECKHX
NEexapCTBEeHHbIX NPenaparos,
rMNOKaNMeMmns) M CONyTCTBYIOLLNX
3abonesaHni (HanpuMmep, Naronorus
LMTOBMOHOWN XENesnl) PEKOMEHQ0BaHO
y Bcex naumneHTos ¢ [IKMIM v XA
MNpoeepenue KAl pexoMeHa0BaHOo
cTabunbHbiM naumenTam ¢ AKMM,
MMEIOLWMM NPOMEXYTONHBIN PUCK Pa3BUTURA
MNBC, npu BO3HUKHOBEHWW HOBbIX XKHP.
Mmnnantaums UKL pekomeHgosaHa
nauverTam ¢ AKMMN n remoanHammuyeckn
3HauMmMbiMn KT /DX, nmeowmm
OXMAAEMYIO NPOAOIKWNTENBHOCTL XU3HU
C xopowumM QYHKUMOHANBHLIM CTATYCOM
>1ropa.

Mmnnantauns UK pekomengosaHa
nauvenTam ¢ AKMM 1 cumnromHoM

XCH (NYHA lI-1ll ©K) co cHwxenHon ©B
JIX <35% HecmoTpsa Ha ONTUMANBHYIO
MEANKAMEHTO3HYIO TEPaNWIO CBbilLe

3 Mecsaues, MMEIDLLIMM OXMAZEMYIO
NPOAONMXUTENBHOCTD XHU3HW C XOPOLLWM
dyHKUMOHANBHBIM CTatycom >1 roaa.
BrinonHexnue xkaretepHon abnaumn
pEeKoMeHgoBsaH0 naumeHTam ¢ KM,
umeowmm KT no MexaHnu3my pe-sHTpu
€ umpkynaumen s03byxaeHns

nNo HOXKam nyyka uca, pedpakTepHyio
K MEAMKAMEHTO3HOK TEPannK.

I A 8

I C 8

I B 8

I Py 151-154

I B 64, 313,
316, 317,
354

I B 8, 208,
345, 346

Wmnnanraumio UKL, cneayer
paccmarpuearts y naumentoe ¢ KM

W NOATBEPXAEHHON NATONOrM4ECKON
myTaumein LMNA npu HanMunm KMHUYeCKux
dakTopos pucka’.

HasHausenne amuogapoHa cneayer
paccmarpueats y naumentoe ¢ MK,
UCNbITHIBAIOLLMX HEOAHOKPATHBIE NOBTOPHLIE
paspsabl, HECMOTPS Ha ONTUMANLHbLIE
napameTpsl NPOrpaMM1poBaHus
yCTpOnCTBA.

Mposenexue karerepHoit abnaunm Moxer
paccmarpueatbes y nauvenTos ¢ AKMI

1 XA, KOTOPLIE HE SBASIOTCH TUMUYHBIMUA
TaxukapausaMu pe-sHTpu C BOBNEYEHUEM
npoBoAsLLein cucTemsl 'nca u npu aTom
YCTON4YUBBI K MEAUKAMEHTO3HON Tepanuu.

MusasusHoe 3PU ¢ NMCXK moxer
paccMarpueaThCs € LUenbio crpatudukaumm
pucka BCC.

AMMOAAPOH HE PEKOMEHAYETCA ANs
neyeHns acumnToMHbix HYXT y naumeHTos
¢ OKMI.

Mcnonb3osanme 610kaTopoB HATPUEBbIX
KaHanoB v APOHEAAPOHA C LENbIO NeYeHns
XA He pekomeHayeTcs y NauneHToB

¢ OKMI.

lla

lla

Iib

llb

71

229

355

115

313, 354

129, 356,
357



[ MnepTpodunyeckas
KapanomuonaTtus

MnepTtpocunyeckan
Kapauomuonarus
\\ !

Hopma

MpaBbIn INeBbIN Maneptpodomna
Xenyauek  Keryauek cepae4yHoU MbilLbI



7.2.2. OcHoBbl cTpaTuduKaumm pucka u noaxoabl K Tepanum

Mpodunakruka BCC y naymenTos ¢ FKMIN

Mauwentam ¢ F’KMIT pexomeHaoeaHo
naberats COpeBHOBaTENbHBIX BUAOB
cnopra”.

Mmnnantaums UKL pekomeHposaxa
naumeHTam, NepexmnBLIMM OCTaHOBKY
cepaua scneacraune XT unun OX, unu
MMEIOLLIMM CNOHTAHHbIE YCTOMYUBLIE

XT, conpoeoxaaioLimecs passuruem
CUHKONANbHBIX COCTOSHMIA MK YXYALIEHUEM
remMoAMHaMUKH, NPK YCNOBMUM OXNAAEMON
NPOAOXUTENLHOCTH XU3HKU >1 roaa.

Mposenexue crpatndukaummn pucka

BCC B Te4enue npeacroswmx 5 ner

C ucnonb3oBaHuem kanskynaropa Risk-
SCD pekomergosaHo y naumentos ¢ FKMI
B BO3pacrte =16 ner npu OTCyTCTBUM

B aHaMHe3e peaHnuMaum no NoBoay
XT/DX nnm CNOHTaHHbIX YCTOMYMBLIX

XT, CONpOBOXAAOLWMXCA PA3BUTUEM
CUHKONA/IbHBLIX COCTOSHWIA MW YXYALIEHUEM
reMoAMHaAMMUKN.

kanbkynstop (HCM Risk-SCD) —
oueHka BCC B TeyeHune 5 net

c

=
PexomeHgoBaHHan 4acToTa OUEeHKH 1
S-nerTHero pucka passutua BCC

CReayLas: MCXOOHO NPM NePBOM KOHTakKTe

C MaumeHToM, 3aTem C nHTepeanom 1-2

roga, nnbo Np#M HANMYMKM M3MeHeHMIA

B KNIMHMYECKOM cTatyce.

MumnnastTawnso MK/ cnegyer paccmartpmeate  lla
Y NAaumMeHTOB C OUEeHOYHON S-neTHen
BEPORATHOCTLIO pa3ssuntua BCC =6%

M OXMO3EeMON NPOOOIMXMUTENBHOCTHIO XM3HM

>1 roga nocne BCEeCTOpPOHHENO AeTansHoOro
KIMHMYEeCKOoro obcnenosaHns C yuyeTtom
NOTEHUMANBHONO PHCKAa OCNOXHEHW

npouenyps:, a taxcke enuaHana MK va obpaz
AHMAIHM, COLMANBHO-IKOHOMMYECKMIA CTaTyC

M MNCUMXONOMMYEeCcKOe COCTORHME NauMeHTOB.
Mannantawso MK moxHO paccmatpmsarte b
VY OTOENbHLIX NALUMEHTOB C OLEeHOYHOW

S5-neTHen BepOATHOCTEIO passutua BCC =4%

1 <6% 1 oxMOaeMon NPOOOIXMTENBHOCTHIO
*xM3HM > 1 roga nocne scecTopoHHero
AeTansHOro KNMHuYeckoro o6cnegosaHinsa

C yHETOM NOTEHUMANBHONO prcKa

OCNOXHEHMA NPOoUEeaypPbLl, a TAKXKE BNMsaHuS

MK/ Ha o6pas xu3HM, coumansHo-
IKOHOMMHECKWMI CTATYC M NCMXONormyeckoe
COCTOSHWE NaumeHToOs.

MamnnanTawso KO moxHO paccmarpmsath b
Y OTOENbHLIX NAUMEHTOB C OUEeHOYHOM

S-neTHen BEPOATHOCTHIO PassunuTmus

BCC <4% npu HanmMuimm KIMHMYeCKMxX
npossnesHnin, obtnaoanumx obnanasoux
BAKHLIM NMPOMHOCTUYECKMM 3Ha4YeHneM,

ecnn, HECMOTPSH Ha NoTeHuManeHbIe

OCNOXHEHMHA NpoUueaypPhl, a8 TAaKkKe BnNMaHne

MK/ Ha o6pas xm3HMn, CoOuMansHoO-
BKOHOMMYECKMIA CTATYC ¥ NCUMXONormMyeckoe
COCTOsHME, NPAMAas Bbiroga naumeHTos

SBAAETCH OYesSnaHOn.

MueasnsHoe 3PDU c NCXK ne pexomergyercs
ansa crparndukacgan pmwcka BCC.



ApuUTMOreHHasa Kapamommonartus
X

[MporpeccupytoLlee
ApMTMOI'eHHaFI aucnnasud nopaxeHune
HopmManbHoe cepgue .
NPaBoro Xenypovka cepaeyHoOn Mbllubl

C XapaKTepHbIMN
NPOSIBNEHNUAMU B
Buae KA, CH u
BCC.

OTnnYnTENbHLIM
MTMCTOJTIOTMYECKUM
NpU3HakKomMm gaHHOro
3aboneBaHud
ABMNAETCA
3amMmelleHne
KapaAnoMMouunToB
XUPOBOU U
MpaBbli Xenypouyek 3aMeHOW MbILLeYHOU TKaHU Cbl/l6pO3HOI7I TKAaHbO
Ha hUbPO3HO-XKUPOBYIO




Mpodunaktuka BCC y naumenTor ¢ AKIMXK
PexomeHaaumm Knacc® Yposems”

BonbHbiM AKIMTK pexomeHaosaHo 1 C
BO3EPXATLCA OT y4aCTUN
B COpeBHOBaTEeNbHBLIX BUAAX cnopTa’.

HasHnauyeHue BB 8 MakcumMansHo | C
NepPeHOCMMBIX 103aX PEKOMEHA0BAHO

B Ka4ecTBe Tepanuu Nepsoi NMHUK C LEeNbIO

YMEHBLLIEHUS CUMIMTOMOB Y NALMEHTOB

c Yactoi X3C n HYXT.

Mmnnaxtaums UK pekomeHaosaHa | C
naumeHTam, umelom anuson BCC nnn
remMoaHaMn4eck 3Ha4nmon XKT 8 aHamHese.

HasHauyenue amuogapoHa cneayer lla (o]
paccmMmarpmBeaTth C UENbIO YMEHbLLIeHUS

CUMNTOMOB Yy NAUMEHTOB C 4acToi XK3C

unu HYXT B cnyyae HenepeHocumMocTu unm

HANM4YKMA NPOTUBONOKA3aHWA

K npuemy bb.

BuinonHeHue karerepHon abnauum lla B
B YCNOBUSAX ONbITHONO UeHTpa

cnenyert paccMarpuvearth y NauveHTos

c yactoum cumnrTomHon XK3C mnn XT,

pedpakTepHbiMU K MEANKAMEHTO3HON

Tepanuu, C Lenbio YMEHbLUEHUS CUMNTOMOB

1 CHUXeHns yucna paspsaos MK,

COOTBETCTBEHHO.

Mmnnautaumio UK cnepyer lla B
paccmarpuBeaTth y NaumeHTos

c AKIN2X, y koTopsbix ycTton4msas XT

HE CONPOBOXAAEeTCs HapyLUeHUEM

remMoagnHaMmkKu, B3geLuMeas puck

BbINONMHEHWA Npoueaypbl, BKO4Yas

AO0NTOCPOYHHBIE OCNOXHEeHUS,

1 NOTeHLIMANLHVIO Nnonkav UKl -tenanum.

Mmnnautaumio UKL cnepyer lla
paccmarpuearts y NauMeHToB

¢ AKIMX, y koTopbix ycToi4msasn XT

HE CONPOBOXAAETCH HaPYLUEeHUEeM
reMoAMHaMUKW, B3BELUINBAS PUCK

BbINONHEHUS NPOLEAYPLI, BKNIOYAS
[ONrOCPO4HBIE OCNOXHEHMS,

1 NoTeHUMansHyio nonbay MKA-repanuu.

WUmnnautaumus UK moxer b
paccMaTpuBaThCs y NaUMeHToB npu
Hanu4um ogHoro unu 6onee daxkropos
pucka XA y B3pOCnbIX NAUMEHTOB

C 0XMOaemMon NPOAOIKUTENBHOCTBIO
XuU3HW >1 roga nocne BCECTOPOHHEro
AETanbHOro KNMHMYeckoro obcnenosanus
C Y4ETOM NOTEeHUMANLHOIO pUcKa
OCNOXHEHWIA NPOLEAYPbI, A TAKXE BAUSHUS
MK/ Ha 0b6pa3 Xm3Hu, CoumansHo-
3KOHOMMUYECKUI CTaTyC

1 NCUXONOrU4eCcKoe COCTORHuE
NaumMeHTos.

Musaaueuoe 3OU ¢ MNCX moxer Iib
paccmarpusaThCs C LUenbio crparndukaumm
pucka BCC.



CvHppom bpyrapa

OuarnocTtuka Cbp

Pt Knace® Yposens
CBp anarHocTupyeTca y naumeHTos I Cc

C 3neBaumei cermedTa ST 22 MM

¢ mopdonoruen 1 Tvna 8 ogHOM UK

HECKOMbKIX NPaBbIX PYAHbIX OTBEAEHMIA o - Jaenauus no TAny JIeBAUNS N0 THITY «CHHHKH CEAIR»
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perMCTpMpyech CMNOHTAHHO UNK nocne Koweuwag gacTk cermenta ST TTocTrenennoe cumxenne Onesamns =1 MM Onepanug <] MM
ITpumeuanue: 1 mm= 0,1 MB
MeAUKaMEHTO3HbIX NPOBOKALMOHHbIX
TECTOB C B/B Ha3HAYEHUEM OnokaTopos type 1 type 2
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CtpaTudukaumna pucka u neveHue naumeHTos c Cbp

Crnepyolme MeponpuaTg rno Koppexkumm
00pa3a X13HU PEKOMEeHA0BaHLI BCEM
nauuMeHTam ¢ AnarHocTupoBaHHsIM CEp:
(a) N3berats NnpueMma MeaAnKaMeHToB,
KOTOpbIE MOTyT NPOBOLUMPOBAaTE 3/1eBaLMID
cermeHnTa ST B npasbIX rpyaAHbLX 0TBEASHUEX
(www.brugadadrugs.org);

(b) U30eratb N30LITOYHOrO YyNoTPeoneHns
ankorons v nepeefaHnsg;

(c) HeMeaneHHbI NpUeM XaponoHMXaLLmX
npenapaTros Npy BO3HUKHOBEHUU
nuxopanxu ndoro reHesa.

Mmnnantauma UK pekoMmeHgoBaHa |
nauueHTam c anarHocTmpoBaHHeIM Cbp,
KOoTOpble:

(a) Nepexwunu ocTaHOBKY cepaua u/wunum

(b) UMeoT AOKYMEHTUPOBAHHYIO

CMOHTaHHYK ycToumayio XT.

WMmnnadtaumio MK cnenyet lla
paccMmaTpuBsaTh Yy NaumMeHTos

Cc0 cnoHTaHHbIMK 3KI npoasneHnamu 1

TMna CEp ¥ CMHKONanbHbIMW COCTOAHUAMM

B aHaMHe3e.

p3k

451

451



Ha3HayeHue XMHuguHa MoxXeT lla
paccMaTpmuBaTbCs Yy NaLUEHTOB, UMEIOLLIUX
nokasaHuns K UKl-tepanun, B cnyyae, Korga
[laHHad npoueaypa NnpoTnBonokasaHa unu
NMeeTCH 0TKa3 NaLueHToB, a Takxe npu
HeoOX0AMMOCTU NIeYEeHUA HaKeNy104KOBbIX
apUTMUA.

Umnnantauua UK moxer lIb
paccMmaTpuBaTbCs Y NauueHTos

C AuarHocTupoBaHHbIM Cbp, y KOTOPbIX
pa3BuBaeTca ®X Bo Bpems [1CX B ABYX

TOYKax ¢ 2 unn 3 aKCTpacTUMynamu.

BbinonHeHne kateTepHoi abnauun lIb
MOXET paccMaTpMBaThCA Y NaLMeHTOB

C HaNIMYMeM B aHaMHe3e 3NEeKTPUYEeCcKoro
LLUITOPMa WU/ NMOBTOPHbLIX MOTUBUPOBAHHbIX
cpabatbiBaHu UK/ ¢ HaHECEHNEM LLIOKOB.



CuHaOpoM yannHeHHoOro nHtepsana QT

LQTS (npu oTcyTCTBMM BTOPUYHBIX NPUYUH

yBenuuyeHua gnutensHocTtu QT)

CuHgpom LQTS anarHocTupyeTtca npu

Hanuyuu O4HOM0 U3 CNefyoLLMX KpUTepUes:

— QTc 2480 MC Npu NOBTOPHOW pernucTpa-
umum 3K B 12 oTBEOSHUAX WK

— KonuyecTeo Gannoe no wkane LQTS >3
[431].

LQTS anarHocTupyeTcs Npyu HannymMm

NOATBEPXASHHOM NaToNoru4ecKon MyTaLmm

LQTS He3asuCcUMO OT AIMTENLHOCTU

WHTepeana QT.

Mo paxHuiM 3K guarso2 LQTS cnenyet
paccMaTpuBaTh Npu Hanuyumn QTc 2460

MC Np¥ NOBTOPHOM perucTpauumn 3Kre 12
OTBE[leHMAX Y NAUMEHTOR C CMHKONANLHLIMK
COCTORHUAMM HERCHOMO reHesa unu
AOKYMEHTUPOBaHHOR XT/@X B OTCYTCTBHE
3a0oneBaHuii cepaua.

[R-R]=0.92¢

lla

Crtpatudukaumsa pucka u nevenune naumnentos ¢ LQTS

¢ Cnenyiouwue MepONPUATHA NO KOPPEKLMK

00paza Xu3H1 PeKOMEeHO0BaHLl BCeM

NauneHTam ¢ AMarHoCcTUpoBaHHeIM LQTS:

(a) N3berate NnpUeMa MeQUKaMEeHTOoB,
CNOCOOCTBYIOLMX Y ANMHEHMIO
uHTepeana QT (nepeyeHsb Ha caiTe www.
crediblemeds.org).

(b) Koppekuusa HapyLeHUA 3NeKTPONUTHOro
DanaHca (runokanuemms,
rMNoOMarHUeMus, rmnokansUMemMus ),
KOTOPLIE MOMYT Pa3BMBaTLCA Ha QoHe
Anapewn, peoTh UK MeTaboNnYecKux
HapyLUeHWR).

(c) Uaberate cneumdUYSCcKMX TPUITepos
apUTMKUM (aKTUBHOE NNaBaHue,
ocobeHHo npu LQTS1, v Bo3aeicTEKE
rPOMKUX 3ByKOB Npu LQTS2).

MaumeHTaM C KNMHUYECKUM AUarHo3oM
LQTS pekomeHaoBaH npuem B6.

| B 434

| B 435



MmnnaHTtauma UK/ B coyetanmu ¢ npuemom |
BE pexoMeHgoBaHa nauveHTam ¢ LQTS,
NepexmBLLIMM OCTAHOBKY cepaua.

Ha3HaueHue BE cnenyet paccmaTpuBath lla
y HocuTenei reHetuueckon mytaumm LQTS
C HopMarnbHeiM QT MHTEPBANOM.

MmnnanTtaumio UKL B coyetanum ¢ npuemom  lla
BE cnepnyet pekoMeHaoBaTh nalmMeHTam

¢ LQTS v cuHKonansHbLIMU COCTOSHUAMM

n/vnu XT Ha ¢oHe npuema afexsaTHOM

no3si BB.

BbinonHeHue rpyaHoN NEBOCTOPOHHEH lla

CUMNaTUYECKOM AieHepBaUmMm cepaua

cneqyet paccMaTpuBaTth Y CUMNTOMHBIX

nauneHToB ¢ LQTS B cnegyowmx cnyyasx:

(a) Mpuem BE HeabdekTuBeH, nnoxo
nepeHocuTCcy, MO0 UMEeKTCY
NPOTUBONOKA3aHUS;

(b) UK[1-Tepanug NnpoTMBONOKa3aHa Unu
MUMeeTCq 0TKa3 NaumneHTa;

(c) NMaumenTsl ¢ UK Ha doHe npuema
BB npogonxakT UCNbITLIBATL
MHOXECTBEHHbIE pa3paasb!
nedubpunnaropa.

C
JleyeHue GnokaTtopamu HaTpueBklx kaHanos  |Ib
(MexcuneTuH, dnekanHua Unu paHonasuH)
MOXET pacCMaTpuBaTLCH B KAYecTBe
LONONHUTENLHOM TEPANUK C LIENBIO
YMEHbLUIEHNE QMTEeNLHOCTY MHTepBana QT
y nauneHTos ¢ LQTS3 n yeenuueHnem QTc
>500 mc.

Mmnnantauma MK Mmoxer IIb
paccMmaTpuBaThCs B JONONHEHNE

K Tepanuu b y aCMMNTOMHbIX HOCUTENE
NnaTonoruyeckon mytauum B reHax KCNH2

unu SCN5A npu yeenuuenun QTc >500 mMc.

MuBasueHoe 3®U ¢ NCX 1]
HEe pekoMeHayeTca Ang cTpatudukaumm
pucka BCC.



CuHAOpOM yKOpoUYeHHOoro uHtepsana QT

OuarHoctuka SQTS

PexomeHnpaumnn
SQTS auarHoCcTUpYeTCa NPU HaNMYum

yMEHbLLIEeHUs npogomxutensHocTu QTc
<340 Mmc.

[lnarHo3 SQTS cnegyer paccMatpueath
NPy NPOAO/IXUTENBHOCTU MHTepBana QTc
<360 MC ¥ HanMuUKM OQHOMO UK Bonee

13 CnedyoLnX KpUTEPUEB:

(a) MoaTeepxaeHHas natonornyeckal
reHeTUyecKasa MyTauus;

(D) Cnyyau BuigeneHuna SQTS B cembe;

(c) CemeltHbli aHaMHe3 BHe3anHoN CMepTH
8 Bo3pacTte <40 ner;

(d) Hannume B aHaMHe3e CUHKONaNbHbIX
COCTOSAHWIA HEACHOr 0 reHe3a Unu
NOKyMeHTUBaHHOM XT/DX npu oTCYyTCTBUK
CTPYKTYPHLIX 3a001eBaHWi cepaua.

Knacc® Yposens

lla

C

C

Crpatudumnkauma pucka v ne4yeHme naymeHTtos ¢ SQTS

Pekomernpauun

Mmnnantauma UK pekomeHgoBaHa
nauneHTam ¢ SQTS, koTopsle:

(a) Nepexunu ocTaHOBKY cepaua u/vunm
(b) menT NoOKYMEHTUPOBAHHYIO
CMNOHTaHHYI0 ycToiumsyio XT.

HasHauyeHue xuHuauHa unu cotanona
MOXET paccMaTpmMBaTLCH Yy NaUMEeHTOB
C AnarHocTupoBaHHbIM SQTS,
UMeLWmx nokasaqua Kk UK-tepanuu,
B C/yyae, Koraa AaHHaa npoueaypa
NPOTMBOMNOKa3aHa UNu UMEETCAa 0TKa3
NauueHToB.

HasHayeHue XMHuauHa N cotanona
MOXET paccMaTpuBaThLCA Y aCUMNTOMHBIX
NauWeHToB C AMarHocTUpoBaHHbIM SQTS,
MMELLMX CEMEWMHBLIN aHaMHe3 BHe3arnHow
CepAeyHOM CMepTW.

MHBasueHoe 3DU ¢ MNCXK

HEe pekoMeHayeTca ana cTpatudukaumm
pucka BCC.

Knace® VYpoeeHb®

IIb

lib

C

Ccbing
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[1ByHanpaBneHHas BepeTeHOOOpa3Has

XKenyao4vkoBast
TaxuKapausa no Tuny «nupyaT»
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Jleyenue ABXT no tuny “nupyaTt” ¢ KOPOTKUM UHTEPBANIOM

"%

Wmnnantauma MK pekomeHpoBaHa sBcem | B 589
nauueHTaM ¢ NoATBEPXAEHHbIM ANarHo30M
[BXT C KOpoTKMM MHTEPBAJIOM.

Cnenyet pacCMOTPETb BO3MOXHOCTb lla B 590, 591
B/B Ha3HaYyeHWUd Bepanamuna C Lenso

NneyeHns/ocTpoin NnpodunakTUku

3NEeKTPUYECKOro LUTOPMa MK NOBTOPHbIX

cpadatsisaHnit UK.

Cnenyet pacCMOTPeTbL BO3MOXHOCTb lla B 586
NPOBEAEHUA KaTeTepHOI abnaumm ¢ LENLIO

[0NrOCPOYHOro neyeHns/npodunakTuku

3NEKTPUYECKOro LWTOPMa UK NOBTOPHbIX

cpabatsiBaHuit UK.



Cnacnoo 3a BHumMmaHue!



