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IDK - mpaBblii kemynodyek

PYA - pagmouacToTHas abnamus
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DDU - snmekTpoPM3MOI0rNIecKoe UccaegoBaHue

9XO KT - dxokapauorpadust



TepMI/IHbI n oripeaec/JieHus

JKemymouykoBasi 3KCTPACUTONMSA — IMPEXAeBpeMeHHas (10 OTHOIIEHUI0O K OCHOBHOMY PUTMY)
aJIeKTpUUecKasl aKTuBalys cepala, MHAYUMPOBaHHAS MUMITYIbCOM, MICTOUHUK KOTOPOTO HAXOOUTCS
B HOXKAaxX MM pa3BeTBIeHUsX Tydyka [mca, B BoimokHax IIypkuMHbe miau pabouemM MuoOKapze
SKeTy[,0YKOB.

JKenygoukoBasi TaxuMKapaus — yCKOPeHHbI pUTM (Kak MMHMMYM 3 Komiuiekca QRS ¢ vactoroit
ceprevHbIx cokpamneHuit 6omee 100 ya./MuH.), UCTOYHMK KOTOPOTO HAXOOUTCSI B HOXKKAX WU
pa3BeTBIEHMSIX ITyuyka [mca, B BOJIOKHax IlypkuHbe miaM paboyeM MUOKape >KelyZOYKOB.
VCTOMUMBOI CUMTAETCS TaXMKapausl, MpU KOTOPOil IIUTEIbHOCTh MapoKCM3Ma paBHA WIN
npesbilnaet 30 cek., a HeyCTolunBoi — MmeHee 30 cek.

PenuipoxkHasi JKeIyJIO0YKOBasi TaXMKapausi — MapOKCH3MasIbHAasl SKeMyIOUKOBasl TaxUKapaus,
00yC/IOB/IeHHAs] MEXaHM3MOM ITOBTOPHOTO BXO/a BOJHBI BO30OYKmeHMs (re-entry). JanHast hopma
TaXMKApAUY  VHOYUMPYETCS — SKeTyJOYKOBOW  SKCTPACUCTONMEN (MM SKeTyJOYKOBBIMMU
9KCTPACTUMY/IaMU B XOJI€ BHYTPUCEPAEUHOTO 3EKTPODU3MOTIOTMIECKOTO UCCIENOBAHNST) ¥ MOKET
OBITH KYITMPOBAHA C IOMOIIBIO CTUMYJISIITUN SKETYIO0UYKOB.

ApuTMoreHHass JOUCIUIa3sMsI-KapAMOMMONIATHSI IIPaBOro JKEIyAOoUYKa — TeHeTU4YeCKUu
JleTepMVHMPOBaHHOe 3abojeBaHMe cephla, KOTOPOMY XapaKTepHO 3aMelleHue MMOoKapaa
MpeuMyIIeCTBEHHO MPaBoro xenyaouka (I1DK) sknpoBoit u coeqMHUTENbHON TKAaHSIMUA.

KaTtexonamuHeprmuueckas nonumopdHast KT
(Catecholaminergic polymorphic ventricular tachycardia; CPVT) — HaclefcTBeHHOe 3abojieBaHue,
MIPOSIBJISIIONIEECST TTapoKCU3MaMy ToaMMopdHOI My apyHamnpaBiaeHHo KT, BO3HUKAOIMMK Ha
(hone pusuyeckoit HArPy3KM UM IMOLMOHAIBHOTO CTPECCa, HepeaKO MPOTeKAIIMMU C TTOTepeii
CO3HAHMSI.

dacuuKyIsApHas JIeBOXKEJTYJOYKOBas TaxuMKapausi — peakas (opMa MapoKCU3MaabHOIM
MoHOMOPGHOIT KT, B 0OCHOBE KOTOPOI1 JTIEKUT MEXaHMU3M re-entry ¢ yuacTveM B e HUPKYIISALIUNA
BOJIHBI BO30YKII€HMS 3a[THE-HVKHETO Pa3BeTBIEHNS JIeBOii HOKKY Iydka ['mca.

HemnipepbiBHO penuauBupyoas (HermaporcusmaibHast) JKT — penkast popma MOHOMOPGHOI
JKT, o6ycioBiieHHas! TTATOJIOTMYECKMM aBTOMATU3MOM WJIM TPUTTEPHOI aKTUBHOCThIO (MCTOUHUK
TaxMKapauy, Kak MPaBMIO, HAXOOUTCS B BBIHOCSIIEM TpakTe ITPaBOro Keaymouka, B 30He,
pacmooKeHHO HeloCPeACTBEHHO 10, K/IallaHOM JIeTOYHOI apTepun; apyroe e€ HazBaHnue — JKT
13 BBIHOCSIIIETO TPAKTA ITPaBOTO JKeTyI0UKa).

BuesanHas CMepTh — 3TO CMepTb, OT KOTOpOﬁ MepBbie CMMIITOMbBI YXYAIIEHUSI COCTOSHUA
IIaliMeHTa OTAe/ieHbl CPOKOM, He 6onee 1 Yyaca, a B pea)leoﬁ MMpaKTUKe 3TOT IIepmona HepeaKko
n3sMepaeTcsa MUHYTaMN.

IlepBuuHasa mpodMIAKTMKA BHE3aIllHO CMepPTM — MepOIpUSITHs, HalpaBjieHHble Ha
cHipkeHne pucka BCC y muil, MMeIoIuX MOBbIIIeHHbI pyuck BCC, HO 6e3 aHaMHe3a YIPOXKaoInx
SKM3HU apUTMUI WK TIpeA0TBpallleHHOV OCTaHOBKM Ccep/iia.

BropuuHass mnpodmiakKTMKa BHE3alMHOW CMepPTM — MepoTNpusITUSl, HalpaBleHHble Ha
cHmkeHnue pucka BCC y ami, MMeoIMX aHAMHEe3 YTrpoOXKAWIIMUX XU3HU apUTMUIL UIU
TpeAO0TBPAIeHHO OCTAaHOBKM CEpATIa.

Cungpom AHpaepceHa-TaBuima — penxas ¢dopma 3aboneBaHMs, MPU KOTOPO YIJIMHEHNE
uHTepBasia QT COMPOBOXKIAETCS TOSBIEHMEM BOMHBI U, MapoKCM3MaMM KakK ITOIMMOPGHOI
SKeJTYIOYKOBOI Taxmukapayy Tura TdP, Tak 1 AByHAIIpaBIeHHOI KeTyI0UYKOBOI TaXUKapIUA.



1. KpaTkas uHpopmanus

1.1. Onpenenenus

JKemymouykoBasi 3KCTpacuUCTO/Ia — IMpexIeBpeMeHHas ([0 OTHOIIEHMIO K OCHOBHOMY PUTMY)
aJIleKTpUUecKasl akTuBalys cepala, MHAYIMPOBaHHAS MMITYJIbCOM, MCTOUHUK KOTOPOTO HAXOOUTCS
B HOXKAaxX MM DPa3BeTBIeHMsX Tydyka [mca, B BoimokHax IIypkuMHbe miam paboduemM MuoKapze
>KeNTyIOUKOB (puc. 1).
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Puc. 1. OpuHouHas >KeTymouKoBasi 9KcTpacuctona (o6o3HaueHa crpesnkoit). ITKII — momHast
KoMIeHcaToOpHas naysa. 2RR — 1Ba HOpMa/IbHbBIX CePAEUYHBIX LMKIA. (X0ATepPOBCKasi MOHUTOPHAsI
3anuch IKI).

TepMUHOM «KeJNyZOouKOBasl IapacyucToiays» 00603HAyalT TaKoe COCTOSIHME, IPU KOTOPOM
CepIevyHbIM PUTMOM YIIPaB/SIIOT JBa He3aBUCUMbIX BoguTens. OOuH 13 HUX OCHOBHOI (Haubosee
4acTO — CMHYCOBBI y3el), 4PYyroii — napacucTonnIeCcKuii, pacrionoxkeH B kelynoukax [1-3].

[MapokcusmanbHas MoHOMoOpdHas kenymoukoBast taxukapaus (OKT) — rtakas ¢opma KT, npu
KoTopoit mopdosnorust komruiekca QRS Ha DKI' B TeueHMe TapoKkcu3Ma He U3MeHSIeTCsT (PUC. 2).

Puc. 2. CrioHTaHHOEe pasBUTHE TMAPOKCH3Ma MOHOMOPGHONM KeTyIOoUYKOBOW TaXUKapAUU
(XonTepoBckast MouuTOpHas 3amnuch JKI). CTpesikoit 0603HaYeHO CJIMBHOE COKpallieHue.

MounoMmopdHast XXT mporekaeT B Buae MapoOKCU3MOB C YaCTOTOM CepaeuyHbIX coKpaiieHuii or 100
(uame ot 150) mo 250 ymapoB B MuHyTY. [I0 CBOMM KIMHMYECKUM IPOSIBIEHUSIM, 3TO OIHA U3
Hanbosee TsDKeNMbIX (OpM HapylieHWit puTMa cephma. Bbicokas dvacToTa puTMa BO BpeMst
MapoKCcu3Ma, 0CO6eHHO Ha (hOHE TSIKEJIOTO OPTaHMUECKOTO MOPAsKEHMST MBIIIIIbI CePAIa, HEPeIKO
MPUBOIUT K CTPEMUTEBHOMY Pa3BUTUIO OCTPOJ JIEBOXKENTYLOUYKOBOJ HEJOCTATOUHOCTH, KOJIIAIICY,
apUTMMUYECKOMY IIIOKY, OOMOPOKY, KJIMHMYECKOJV KapTMHE OCTAaHOBKM KpPOBOOOpPAIEHMS, UTO
mHorna ormpepesnsietrcss tepmuHoM «<KT 6e3 mynbca». KT xapakTepusyeTcs BBICOKMM PUCKOM
TpaHchopMalMyu B (GUOPUUISIINIO KeTymoukoB (DPXK), SBSIONIYIOCS HEMOCPeICTBEHHbBIM
MeXaHM3MOM BHe3anHol cepmeuHoit cmeptu (BCC). ITum ompenensieTcs ee KpaliHe
He6aronpusTHOE 3HAUeHNe JJIsI IPOTHO3a XU3HMU [3-6].

dacuukyaapHass JeBOXeTyNouKoBas Taxukapauss — peakas @opma MapoKCU3MaabHOI
moHomopdHO# KT, B o0CHOBe KOTOPO¥ JIESKUT MEXaHM3M re-entry ¢ yuacTueM B eI UM PKYISILUN
BOJIHbI BO30YKIOEHUS 3aJHEe-HIKHEro pa3BETBIEHMSI JIEBOM HOXKM Iyuka Imca. OOGBIYHO
BBISIBJISIETCS Y MOJIOABIX JIMII, HE MMEIOIIMX MMPU3HAKOB OPraHMYeCKOTo 3a60eBaHus cepala, He
MIMeeT TSDKEbIX KIIMHNYECKUX ITPOSIBIIeHMI, He TpaHchopmupyeTtcs B @XK. IIporuos 6aronpusiTeH
[7-11]. Kommiekcer QRS BO BpeMsi Tapokcu3Ma MMET KOHGUTYpaluio, XapakTepHYIO s
6JI0KaIbI ITPaBOIi HOXKKY ITy4YKa ['11ca ¢ OTKIOHEHMEM 3JIeKTPUYECKOi 0CH cepAlia BjeBo (puc. 3).
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Puc. 3. QacumkynspHasi JTeBOXeTyAoYKoBas Taxukapausi. CTpesnkoii 0603HaueH CUHYCOBBIN
«3axBarT».

HernpepbiBHO penmauBupyomas (HermaporcusmanbHast) JKT — penkast dopma moHoMopdHOiT XKT,
00yC/IOB/IEHHAsT TIATOJOTMYECKUMM AaBTOMATMU3MOM WIM TPUTTEPHOM aKTUBHOCTBIO (MCTOUHUK
TaxMKapauy, Kak MPaBMIIO, HaXOOUTCS B BBIHOCSILIEM TpakTe IIPaBOro JKeaygouka, B 30He,
PacIoIOKeHHO HellOCPeLCTBEHHO I107, KJIallaHOM JIETOYHOM aprepun; npyroe e€ HasBanue — JKT
13 BBIHOCSIIIETO TPaKTa IPABOTO JKEIyNOuKa). XapakTepHO MpeobiajaHue 3y61l0B R B JIeBbIX
IPYAOHBIX OTBEAEHUSX U 3yOLOB S — B MpaBbiX (puc. 4). HemapokcusamasbHast SKeTymOYKOBast
TaxyKapayus OObIYHO He MMEEeT SIBHBIX KJIMHMUYECKUX TMPOSIBIEHMI, YaCTO BBISBIISIETCS CJIyYaiiHO
TIpY ayCKyJIbTAlVIV Cepllia BO BpeMsl Bpaue6HOro ocMotpa, wiu rpu 3anvcu JKI. XapakrepHo ee
BO3HMKHOBEHME Y JeTeli, JIUI, MOJIOAOrO0 BO3pacTa, He MMeWUMX IPU3HAKOB OPraHM4ecKkoro
nopaxkeHust cepana. [IporHo3 Ajis SKM3HU 6ObHBIX GIarONPUSITEH.
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Puc. 4. HerpepbIBHO pelMIMBUPYIONIAS TaXUKapAsl U3 BHIHOCSIIErO TPaKTa IIPaBOro KeTyoouKa
(HempepbIBHasE  3amuch). LludpamMmyu 0603HAYEHbI MHTEPBAIbBI MEXKIY KeITyJOUKOBBIMMU
KOMIIIEKCaM¥ B MWITMCEKYHIaX. CTpenkoii 0603HaUE€HO CIMBHOE COKpAIlleHMe.

IMomumopdHas JXT xapakTepusyeTcsl MPOrpeccHMpyommMMiu (0T yaapa K yoapy) M3MeHEeHUSIMU
KoMIIeKcoB QRS 1o KOHuUrypaumu, aMmIUIMTYyOe ¥ HaIpaBJIeHUIO IIpeobamaronyx
VEeKTPUYECKUX OTKIOHEHMIi. Yalle BCero BCTpeuaeTcs MoMMMopdHAst JKeTyJOuKOBash TaXUKapIsT
turna T1iupysT (Torsade de Pointes — TdP; pgpyroe Ha3BaHue «ABYHAarpaBJIeHHAs-
BepeteHoo6pasHas» JKT; puc. 5), BOSHUKAIOIIAs IPY TATOIOTMYeCKOM yiuHeHun uaTepsaia QT.
OmHa u3 cambix omnacHbix ¢opM KT B BUAY TOKENbIX KIMHUYECKUX TIPOSIBJIEHMUIA
(reMomMHaMMUUeCKast HeCTaOWIILHOCTD) M BHICOKOTO pucka TpaHcdopmarny B OXK.
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Puc. 5. PasBuTue mapokcusMa MNOIMMOP(HON >KelymouKoBO¥ Taxukapauyu Tuma Torsade de
Pointes Ha QoHe Qusnveckoii Harpy3ku y OombHOTO cuMHApoMa Pomano-Yopma (dpparmeHT



HenpepbIBHOM 3amucyu cyTouHoro moHuTopupoBauus JKI' mo Xomnrepy).

B ocHoBe Tpemeranus skemygoukoB (T2K), Tak ke, Kak u MoHOMOpdHOI JKT, 1eXKUT MeXaHU3M
MOBTOPHOTO BXOJA BOJHBI BO3OYXAEHWSI, MPUM KOTOPOM JJIUTENLHOCTh IVKIA re-entry
CYyIIeCTBEHHO KOpOUYe, YacTOTa puTMa coctasssieT 250 u 6osee B 1 MuH (puc. 6A).

@K npencrapisier co6oii yacTbie, aGCOMIOTHO HEKOOPAMHMPOBAHHbIE COKPAIeHWS] MBIIIEUHBIX
BOJIOKOH. Mexanusmom @)X siByisieTcst re-entry, pyu KOTOPOM (DPOHTBI BO36GYKIEHMUSI U3MEHSIIOT
IIyTU CBOETO IBIVKeHMs OT IyKaa K nykiy. Ha 9KI perucrpupyeTtcs HeperyasipHasi, XaoTu4ecKkas
ANeKTPUYeCcKasi aKTUBHOCTD B BUZE MOIMMOPGHBIX OCHMUJUISIINA, ITOCTOSHHO M3MEHSIIOMMXCS TI0
cBoeit KoHbUTrypanmuu, amIUINTy[e, TPONOIKUTENBHOCTY M 4YacTOTe, [AMArna3oH KOTOPOi
coctasisget oT 300 u Boiile B 1 MuH (puc. 6B).

Puc. 6. CrioHTaHHOEe pasBUTHE TpemneTaHUsl KeJyJAoukoB (A) C 3BOJIOIMEN B CMHYCOUOATbHYIO
KpuByo (B) u mocmemyoomum IepexomoM B (GuOpwIISLIIO KeaymoukoB (B). XomrepoBckast
MOHMTOpPHAas 3anych KT, 3aduKcMpoBaBIIas MOMEHT BHE3AITHOM apUTMUYECKOI CMEPTH.

1.2. 9THOJOrMs ¥ IaToreHes

MexaH13Mbl TOBTOPHOTO BXO/Ia BOTHBI BO30YKIeHMs (re-entry; Hanboiee yacTo) VIM TPUTTePHAsT
aKTUBHOCTb, MHULIMVPYEMAasl PAHHUMY MU TIO3THUMY TIOCTAEMONSIPU3anysIMY, B TIONABISIONIEM
GOJIBIIMHCTBE CTyYaeB JIeKaT B OCHOBE JKeTy0uKoBO# akcTpacucTomu (3KD).

VYV manuuMeHToOB, He WMEIIIMX CTPYKTYPHOTO 3a60ieBaHuUSI CepAlla, MOXKET OTMeuyaThCs
uamonatuueckas >KO (IIpOrHo3 6jarompusiTeH, JieueHume TpebyeTcsl TONbKO TIPU  IUIOXOii
CyObeKTMBHON mepeHocuMocTy KD MaM B Iydyae pa3sBUTUS BTOPUUYHON KapAMOMMOMATUM Ha
done gactoit )K3). OCHOBHBIMM MPUUMHAMIU BOSHUKHOBeHMST KD SIBJISTIOTCST XpoHndeckast BC,
TOCTUHGAPKTHBIN KapAMOCKIepo3, runepTpodust Myuokapaa (00ycaoBIeHHAs! TUTIePTPOhUUIeCKO
KapAMOMMUOIIaTHeN, apTepuaabHOM TUIIePTOHMENM, IMOPOKaMM aopTaJbHOTO KiIallaHa U [p.),
BOCITA/INTE/IbHbIe 3a6omeBaHMSs MMOKapza, KapAMOMUOIIATUM (ZnnatanOHHAas,
runeprpodbuyeckas, apuUTMOTEHHas OUCIUIa3us MMOKapAa TMPaBOro JKelyJouka U Ap.),
MHOQUIbTPATUBHBbIE 3abojeBaHus Muokapga. KO MoxkeT ObITh CJI€ICTBUEM TJIMKO3UIHOM
MHTOKCUKaLUM, IPUMEeHeHs aHTUapUTMMYeCKMX IpernapaTtos (npexze Bcero I kimacca, peske — 11
KJ1acca), HapyllleHui 3JIeKTPOIUTHOTO 6GajaHca (TMITOKaIeMusl, TUIIOMarHeMust).

IMpu >KeyOOYKOBOI IMApacuUCTOAMM TaK Has3bIBaeMblii I1apacUCTOIMYECKMiI odvar 3alluileH
«BIIOKOM BXOZ[a» OT TIPOHMKHOBEHMS B HETO 3JIEKTPUUYECKUX MMITY/IbCOB, TEHEPUPYEMBIX C Gosee
BBICOKOJi YaCTOTOV B OCHOBHOM BOJIMTEJIE PUTMA, UTO SIBJIIETCSI IEPBbIM 006513aTe€/IbHBIM YCIOBMEM
MPOSIBJIEHMS TTapacUCTOIMM. DTa 3alllATa MPeJOTBPALIAeT «PaspsiaKy» MapacuCTOIMUYeCKOro ouara
u obecrieyuBaeT [JIsI HEro BO3MOXKHOCTb TeHEepPMPOBAHMS MMITYJIbCOB C COOCTBEHHOIA
MepuoaMUHOCTbI0. BIOK BXOma Bcerma OJHOHAIIPABJIEHHBI ¥ He TIPEISITCTBYET BBIXOMY
IEKTPUUECKUX VMITY/IbCOB M3 TIapacuCTOIMIeCcKoro Ghokyca.

B abcomoTHOM GOJBIIMHCTBE CJIydaeB B OCHOBe MMAapOKCH3MasabHOV MoOHOMOpdHOV KT nesxut
MexaHU3M re-entry. @opmupoBaHue yCI0BUIt 151 BOSHUKHOBeHMS (heHOMeHa re-entry B MuoKape
KeTyJOYKOB, B BUIE 30H 3aMeJJIEHHOTO IPOBeNeHMsT BO30YKIEHMUS, YIACTKOB MBIIIIbI CEPILIA,
HEOJHOPOJHBIX TI0 BeMnuMHe pedpakTepHBIX TEePUON0B, OOBIYHO CBSI3aHO CO 3HAUMTEILHBIMU
MaTOJOTMYECKMMM WM3MEHEHUsSMM B Muokapge. Bor mnouemy mnapokcmsmanbHas JKT B
TIOIABJISIIOIEM OOBIIMHCTBE CTyYaeB OCJIOKHSIET TeUeHMe TSDKeNbIX 3a00/eBaHmii cep/iia, TakKux



Kak MIBC, 0cO6eHHO MpU HAINYUY TMOCTUHGAPKTHBIX PYOLIOB M XPOHUYECKOI aHEBPU3MBI JIEBOTO
SKeJIYIOUKa, BOCHAJIUTENIbHBIX 3a00eBaHMii MMOKapHa, KapaMOMMOIIATHMii (IuIaTallMOHHAs,
runeprpoduyeckas, apMTMOTeHHAs OUCIUIA3USI-KapAMOMMOIIATHSI TIPAaBOTO SKeJyooyka U [p.),
MHGUIbTPATUBHBIX 3a00IeBaHMsI MUOKapIa 1 1p.

Taxukapgusi tuna TdP sBiseTcss TIaBHBIM, CHEUMPUUYHBIM Y OYEHb OMACHBIM KIMHUYECKUM
MIPOSIBJIEHMeM CUMHIPOMOB yuanuHeHHOro uHtepBana QT. V3BecTHbI BPOXIEHHbIE, FeHeTUYeCK!
00yC/IoB/IeHHbIe BapuaHThl yaiauHeHus: uHTepBasia QT. IlpmobGpereHHble (GOpPMBI CHHIpPOMA
yomiHeHHOro uHTepBasia QT MOTYT ObITh 00YC/IIOBIEHbBI 1[EIbIM PSIIOM (aKTOPOB, TPUBOISAIIUX K
3aMelJIeHMI0 TIPOLIeCCOB pemnoyisipu3aluu MuoKapaa xemymoukoB. [lockonbky wuHTepBanm QT
SIBJISIETCS] YaCTOTHO-3aBUCYMBIM TTOKa3aTesieM, TSDKENas 6pagyKapanst, CBI3aHHast ¢ AuChyHKIMe
CUHYCOBOTO Yy3/1a, JKbGO C MpencepaHO->KeNyI0uKOBOil 6I0Kam0ii, MOXKeT TNPUBOOUTb K
raTosjornueckomy yminHeHnio uatepsana QT c passutuem TdP (puc. 7). YojiuHeHMe MHTepBaia
QT MOXeT OBbITh 3TeKTPOKapAMOTpaGUUecKMM TIPOSIBIEHMEM HapyIIeHU 3JIEeKTPOIUTHOTO
obMeHa (TUITOKaIeMusl, TMTIOMarHeMusi) BCIeCTBIE TIPUMeHeHUs JUYPeTUKOB VIIM TTaTONIOTUN
HaATIOUeYHNKOB (cuHIpoM KoHHA), HapylIeHMs 6eJIKOBOTO MUTAHUS (IJIUTEIbHOE «INEeTUIECKOe»
rolofaHyue, HEBPOreHHas aHOpeKCcMs, [AUTeNbHOe TMapeHTepajbHOe TNUTaHue U [1p.),
MHTOKCUKALIUU docdopopranmyeckummn COeITHEHUSIMU, TUIIOTUPeO03a. Haxkownern,
MpUOBPETEeHHbINl CUHAPOM yIMHEHHOro uHTepBana QT sABASeTCS OAHUM U3 BO3MOXKHBIX
HekeaTeNbHbIX 3(P(}EKTOB JieKapcTB (aHTHMapUTMMueckux mpemnapatoB [A u III kmaccos,
TICUXOTPOIHBIX  CPeACTB  (EHOTMA3MHOBOTO  DsIia, TPULMKINYECKUX aHTUIENPECCAHTOB,
3pUTPOMMUIIMHA, (GTOPXMHOMIOHOB, ITPOTUBOAJUIEPTMUECKUX TIpernapaToB U MHOTUX OPYTUX
cpencTB). ITOCTOSTHHO OGHOBJ/ISIEMbBIN Il€peveHb IPernaparoB, YAJAMHSAONMX wuHTepBan QT,
TpeficTaBJieH Ha caiiTe http://www.azcert.org.
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Puc. 7. PeniuauBupyloliye 3M130/bl KeTyI0UKOBOI Taxukapauy Tuma torsade de pointes Ha oHe
TIpecepaHO-Keayn0uKoBoii 6okanbl 111 crerenn. CuHycoBasi TaxuKkapaust rpeacepanii (3y6ipr P
¢ yactoroit 95-105 B MMH.) OMCCOIMMUPYET C PUTMOM 3KETYIOUYKOB C YacTOTO 28-35 B MUH.
3uauenns uHTepBana QT cocrasisoT 550-620 mc.

[Ipy OTCYTCTBUM MATOJOTMUECKOTO yaanHeHus nurepsana QT, monumopduas KT Hanbosee yacto
ObIBAET CJIELICTBMEM OCTPOIT MIIEeMUM MMOKApAa, IIPekae BCero OCTporo nHdapkra Muokapma, a
TaKKe Ipyrux opM OCTPOTro MOBPEXIEHMS MUOKapIa.

B HacTos1I€€ BpeMs BbIAEJSIOT 1B OCHOBHbBIE TTPUUNHBI BPOKIEHHBIX YKETYTOUKOBBIX HAPYIIEHNIT
puTMa cepaila — TaK Has3blBAEMYIO <«IIEPBUUHYIO 3JIEKTPUUECKYIO G0sesHb cepiia» («primary
electric heart disease»), KOTOPYI0 OOHAPYKMBAIOT Y JIUII, HE MMEIOIINX MPU3HAKOB OPraHUYeCKO
MATOJIOTUM CEPILEYHO-COCYIMUCTON CUCTEMBI, M BPOKIEHHbIE CTPYKTYPHBIE 3a00/IeBaHMSI CepALIA.

OCHOBHOJ TIPUYMHOJ TE€HETUUECKM IeTePMUHMPOBAHHBIX >KETYIOUKOBBIX apUTMMII MpU
«IIePBUYHOM SJIEKTPMUECKOii OGO/Me3HM Cephaua» SBISeTCsS OUCPYHKLUMS MOHHBIX KaHaJOB WU
HaCcOCOB, MUIPAIOUIMX BaKHENMIIYI0 pOJb B TIpOlleccax MOernoysipusanyu U pernonspusanuu. B
QHIJIOSI3BIYHOI JIMTepaType AaHHbIEe COCTOSIHUSI 00603HAYAIOT TAaKKe TEPMMHOM «KaHaJIOMaTUM»
(«channelopathies»). K HUM OTHOCST CMHApPOM yaauMHeHHOro mMHTepBana QT, cuuapom Bpyraza,
CMHIPOM yKOpoueHHOro wuHTepBaja QT ¥ KaTexoJaMUHEPTMUYEeCKYl0  IOIMMOPQHYIO
SKEeJTYIOUYKOBYIO Taxukapauio. OGIIMMM KIMHUYECKMMM TIPOSIBIIEHMSIMM JaHHBIX 3a60eBaHmit
SIBJISIIOTCSI IIPUCTYIIBI IIOTEPY CO3HAHMSI, 00YC/IOBJIEHHbIE peLMaANBaAMM JKeTyI0UKOBOI TaXUKaPAUA
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(KT), yame TdP, cnyyam BHesamHoii cepmeuHol cmepTtu (BCC) mpu OTCYTCTBUM TPU3HAKOB
CTPYKTYPHOTO 3a00/1€BaHMSI Cep/ilia M HaC/IeICTBEeHHbIN XxapakTep 3aboneBanus [11-12].

HacnenctBeHHbIN cMHAPOM yajiMHeHHOTO MHTepBana QT (CYUQT, B aHIVIOSI3bIYHON IUTEpaType —
Long QT syndrome — LQTS wnmu LQT) siBisieTcss Hamboee 4acThIM UM Hamboiee M3YYEeHHBIM U3
JIaHHBIX 3aboseBaHMi, MPOSBsIOMMMCS yaauHenneM uHTtepBana QT Ha IKI [mpM oTCyTCTBUU
IPYIMX BBI3BIBAIOIIMX 3TO U3MEHEHMe TPUUMH]|, PeUUAUBUPYIOIIMMY CUHKOMNAJIbHBIMU U
MPeCUHKOMAIbHBIMIU COCTOSTHUSIMU BCeAcTBYMe mapokcu3moB TdP, a Taxke ciayuasimu BCC [13-16].

Omnucanbl cnenytomve (enorurmmmueckue Gopmer CYUQT: cuuapom Pomano-Yopma (Romano-
Ward), curnpom [IxxkepBesuia u Jlanre—Humbcena (Jervell and Lange-Nielsen), cuHApOM AHIepceHa—
TaBuna (Andresen-Tawil) u cuugpom Tumotu (Timothy).

Haubonee pacrpoctpanénnas ¢opma 3a6o/eBaHMsI C ayTOCOMHO-JIOMMHAHTHBIM TUIIOM
HacaefoBaHMs — CUHAPOM PomaHO-Yopza, XapaKTepHBIMM KIMHMYECKMMM IPOSIBIEHUSIMU
KOTOPOTO SIBJISIIOTCS YBe/MUeHMe TPOJO/DKUTeNbHOCTH MHTepBana QT, peuuausupylomye
CHMHKOITaJbHbIE COCTOSIHUSI, 4Yalle BCEero OOyCIOBJIeHHbIEe MOMMMOPGHON KeTyIoYKOBOA
raxukapaueit (KT) TuIta mupysT, M HACAeACTBEHHbBIN XapakTep 3abomeBanus. Bomee 90% ciyuaen
cuagpoma Pomano-Yoppa mnpencraBieHsl CYUQT 1-ro (CYUQT1), 2-ro (CYUQT2) u 3-ro
(CYHQT3) TumoB, uMeEUIMX OCOOEHHOCTM KJIMHUYECKUX U 3IeKTpoKapauorpaduueckmx

TposiBjieHunii (Tabi. 1, puc. 8).

Ta6muoma 1. KinmMHuueckast XapakKTepuMCTMKa OCHOBHBIX THUIIOB HACIeACTBEHHOTO CUMHIpPOMA
yAjIMHEHHOTO MHTepBasia QT

XapakTtepucruka

cynQT1

CYUQT2

CcYNQT3

MyTaHTHbIV reH

KCNQ1

KCNH2

SCN5A

N3meHeHne
TOoKa

MOHHOTrO

CHuxeHune Igs

CHuxeHue Ik,

Yeunenue Iy,

OcobeHHoCTH
peronspusaumm Ha
CUHYCOBOM pUTMe

LLinpokas, cuMMeTpuyHas BosiHa
T

Huskas amnnauTtyaa BOJIHbI T,
nByxdasHas BofHa T

YANNHEHHbIN .
N3031EeKTPUYECKNA
cermeHT ST

dakTopbl, Ddusnyeckas Harpyska, Pe3kunit rpoMKuii 3BYK, 3MOLIMOHANbHBbIN Bpaavkapaus (B nokoe,
nposoumpytoLme 3MOLMOHaNbHbIN CTpecc cTpecc (ncnyr), peskoe Hayano BO CHe)

vHaykumto TdP bu3nYecKon Harpyskmu

AnHamuka QTc Ha YanuHenune YkopoueHune (HopmanbHas AMHaMuKa) 3HauuTenbHoe
Harpyske yKkopoyeHue

S heKTUBHOCTL Bbicokas (6onee 80%) YmepeHHas (okono 50%) Huskasa (HenssecTHa)
Tepanuu B-

aapeHobnokaTtopamMmn

AuHamuka QTc  npwu Het Het YKopoueHune

npuéme AATN I knacca

lpumeyarme: CYNQT — cnHapom yanuHéHHoro nHtepsana QT; TdP — Torsade de Pointes; AAIM —aHTHMaputTMmMyeckunini npenapar
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Puc. 8. Vsmenenusi DKI' npM pasamMuHbIX TUIIAX HACIENCTBEHHOTO CUHIAPOMA YAJIMHEHHOTO
uHTepBana QT: (A) — mmpokas rmagkast BomHa T nipu CYWQT1; (B) — mByxdasHass T-BomHa mpu
CYUQT2; (B) — HM3KOAMIUIMTYLHASI M YKOpOUYeHHasi T-BOJIHA C YIJIMHEHHbIM, TOPU30OHTAIbHBIM
ST-cermentom mpu CYNQTS3.

CyIIecTBEHHO peXe BCTPEUaeTcsl ayTOCOMHO-peleccMBHast ¢Gopma 3a6oneBaHuUsT (CMHIPOM
IxepBemna u Jlanre-Hwibcena; mytanuu B reHax KCNQ1 n KCNE1), njisi KOTOPOJ XapaKTepHbI
BPOXAEHHAST HEIPOCEHCOPHAsI TYrOyXOCTb, OOJiee BbIPAKEHHOE YBeaWdYeHUe [JIUTeIbHOCTU
unaTepBasia QT u 6obIAsT YACTOTA OMACHBIX IJISI KM3HY YKeTYTOUKOBBIX aPUTMMUIA.

Cungpom AHpepceHa-TaBwia — pengkas ¢dopma 3ab6oneBaHusl, TPU KOTOPON yIJIMHEHME
uHTepBasia QT COMpPOBOXKIAETCSI TOSBIeHMEeM BOMHBI U, MapoKCM3MaMM KakK IONMMOPGHOI
SKeJTYIOYKOBOM Taxukapauyu Tuiia TdP, Tak ¥ OBYHaIIpaBIe€HHON >KeTymOYKOBOI TaXMKapOUN.



O6biyHO 3abosneBaHMe 00ycIOBIeHO MyTtanueit B reHe KCNJ2, KopupyomeM o-CyObequHUILY
KanueBblx KaHanmoB Kir2.1, reHepupywoummux TOK Ig;. XapakTepHble 3SKCTpaKapAyuaabHble
MpOosIBJIeHUsT 3a60/ieBaHMs, TakKue KaK aHOMaJuM PAa3BUTHUS KOCTHOI CUCTEMbI (HM3KOPOCIOCTb,
MMKPOTHATNSI, 6OJIbIIIOe PACCTOSIHME MEK/IY IIa3HUIIaMM, HU3KOe PACIIONIOKeHVe YITHBIX PAaKOBUH,
CKONMMO3, KIMHOOAKTWINMS), TUIOKAJEeMUSI U TEePUOAMNUECKUIT Kaauii-3aBUCUMBIA Mapaany,
MIPUCYTCTBYIOT He Y Bcex GonbHbIX. CuHIpOM AHmepceHa-TaBuaa — 3abosieBaHMe C ayTOCOMHO-
JOMVHAHTHBIM  TMUIIOM  HAaCJIeOBaHMs, ONHAKO CeMeiHblii  xapakrep  3abormeBaHUS
TPOC/IEeKMBAETCsl ajeKo He BCerna, B CBSI3M C TPYOHOCTSIMM AMArHOCTUKMU, HecrenuduyeckumMu
KJIMHUYECKVMH TTPOSIBIIEHUSIMY 3a00/IeBaHMSI M HETIONHOM MeHeTPAHTHOCThIO MyTAHTHBIX T€HOB.
o 50% ciryuaeB 3ab60meBaHMsT 00YCIIOB/IEHBI MyTallneit de novo

Cunpapom Tumotn — Kpaiine pegkas dopma CYUQT, obycioBieHHast myTaiiueit B reHe CACNAIc,
KOIMPYIOIIEM 0.-CyObeIMHMILY KaIbI[MeBbIX KaHanoB CaV1.2. IIpy JaHHOM CMHIpPOME OTMeYaroT
Hambosnee BbIpakeHHOe yaamHeHue mHTepBasoB QT m QTc (mo 700 MC), CONMPOBOXKIAOIIEECS
KpajtHe BbICOKMM puckoM BCC (cpemHsst mpOmo/DKUTENBHOCTD JKU3HM COCTaBiseT 2,5 roma). 1o
60% O6OMbHBIX MMeeT pa3IMYHble BPOXKIEHHBIE TIOPOKM CepAlla M pasINuHble HapyIIeHUs
npoBoguMOCTU. Cpeayu 3KCTpaKkapAMaIbHbIX MPOSBIEHNUI 32007€BaHMSI OMMCAHBl KOTHUTUBHBIE
HapyUIeHs], TUTOTIMKEMUS, UMMYHOAeDUINThI, aHOMAJIUMU CTPOEHUS JIUIA, YAaCTUIHOE WIN
II0JIHOEe CpallleHue majblieB KucTei U cron (cuHiakTwius). CuHgpoM TUMOTH HaciaenyeTcsl IO
ayTOCOMHO-IOMUHAHTHOMY TUITY, OJJHAKO IIOAABJSIONIee OOBIIMHCTBO C/y4aeB 3a00JeBaHUS
06yC/IoB/IeHO MyTanyeit de novo [16].

Cungpom Bpyraga, xapakrepusyiomnmiics IKI' mpusHakamu 6JI0Kambl IpaBoi HOXKKY ITyuka I'mca ¢
aneBauyelt Touku ] U cermeHTa ST B MpaBbIX MPeKOPAMaNbHBIX OTBEAEHUSIX U MPOSIBISIOUIMUIICS
KIVMHUYECKU PelUIUBUPYIOUIMMY CUHKOMAJbHBIMU COCTOSIHMSIMM, a Takke ciaydasmu BCC,
KOTOpasl HacTymaeT dvalle y JIMI MYXCKOro Iosa B Bo3spacrte 30-40 jer, Ha3BaH B YeCTb
MCCIeIoBaTeseit, OMMcaBIIMX B3aMMOCBSI3b 3TUX MPOsiBJeHMii B 1992 T. 3a60seBaHye HaCaeayeTCs
10 ayTOCOMHO-IOMMHAHTHOMY TUITy, TP 3STOM XapaKTepHa HeIosiHasi IeHeTPaHTHOCTb
reHeTMYeckux wusMeHeHuii. CMHApoM bBpyrajma BbI3bIBAIOT MyTallMii B Te€HE o-CyObeIVHUIIbI
HaTpMeBbIX KaHanoB SCN5A, mpuBopsie K yMeHbIIEHUIO CU/Ibl BXOASIIEro HaTPUEeBOTO TOKa
(In) [18-22].

JKemymoukoBble — Taxukapauu, (MpeuMyllleCTBEHHO TmonumopdHas, KpaiiHe pegko —
MOHOMOpPQHAsH) XapaKTepU3YIIMecs BBICOKMM PUCKOM TpaHchopManuu B GUOPMILISLINIO
SKeTyI0UKOB, SIBJISIIOTCSI OCHOBHBIM KJIMHMYECKMM IposiBlIeHMeM cuHapoMa bpyrama. XapakrepHo
MX BOSHMKHOBEHJE B IIOKO€, BO BpeMsl HOYHOTO CHa, UTO JieaeT 6oiee BEPOSITHBIM MX BbISIBJIEHME
¢ nomoubto XM OKI, a He mpu cranmaptHoi 3amucu IKI (puc. 9). OOHUM U3 KIMHUYECKUX
TIPOSIBJIEHMI, COMTPOBOKAAIONINX ITU apPUTMUUECKUE COOBITUS, MOTYT GbITb 3TMMU30[bl XPUILIOTO
(aroHanpHOrO) MObIXaHUsI BO CHe. JKelyJOYKOBble TaXMKapAUM MOTYT MPOBOLMPOBATHCS
JIMXOPaJOYHBIMM COCTOSTHMSIMM, a TaKke psSIOM JIeKapCTBEHHBbIX ITpernapaToB (llepeuyeHb
TpezcTaBieH Ha caiite http:/brugadadrugs.org). CuMnToOMbI 3a60/1€BaHMST TTPOSIBJISIIOTCST OOBIYHO
Y B3pOCIbIX, a cpenuuit Bo3dpact BCC cocraBnset 4115 net. [Tpu cuaapome Bpyraza yaiie yem B
00111e7 MOIYJISIIUY PETUCTPUPYIOT CIyUan CyIPaBeHTPUKY/ISIPHBIX TaxuapuTmuii [23-24].


http://brugadadrugs.org/
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Puc. 9. HeycToiiuMBbIiil TapOKCHU3M (BbIIeJIeH PAMKOIT) MonnMMopdHOIT JKemyI0uKOBOI TaXUKapAUN
(dyactoTa cepmeuyHbix cokpaiieHuii 160-180 ya./muH.). XonTepoBckasi MOHUTOpHas 3anuch JKI' B
12 orBenmeHusix y 6osbHOTO cuHApoMa bpyrama. Bpemsi BO3HMKHOBEHUST ITapoKcu3ma — 23 vaca.
Crpenikamu B OTBefeHMM V1 yKasaHa d71eBalysl TOUKM | B COKpPalleHMsIX CUHYCOBOTO PUTMa.

Karexomammueprnueckas mnonumopduas KT  (Catecholaminergic — polymorphic  ventricular
tachycardia; CPVT) — HawleqCcTBeHHOe 3aboyeBaHMe, TIPOSIBISIIONIEECS —TapoOKCU3MaMu
nonumopdHoI niu ayHamnpasiaeHHoi JKT, BosHuKawmyMy Ha hoHe Gpu3ndeckoii HaTpy3Ku UiIn
SMOIMOHAIBHOTO cTpecca (puc. 10), HepeaKo MPOTEKAMIMMY C TIOTepeil co3HaHus. 3aboieBaHme
06YC/IOB/IEHO HAPYIIEHUSIMY BHYTPUK/IETOYHOTO 06MeHa MoHOB Ca’’ BC/Ie[CTBMe MYTAIMii TeHOB
RyR2 (HacienyeTcsi ayTOCOMHO-IOMMHAHTHO) U CASQZ2 (HacinenyeTcsl ayTOCOMHO-PeLeCCUBHO).
XapakTepusyeTcsl 3JI0KaueCTBEHHBIM TeueHueM U BbICOKMM puckom BCC mpu orcyTcTBUMU
aZleKBaTHOTO JieueHusI [25-26].

Bepun 10418uSe 28 wwe Swwul

E‘J i v M

Puc. 10. dnm30abl KaTexoJaMUH-3aBUCUMOI MOMMMOPGHON JKeTyJ0uKOBOI Taxukapauu us 16
komiuiekcoB (A), 10 xommekcoB (B), 11 xkommiekcoB (C), c¢ wacroron 260-307 yn./MuH,



3aperucTpUpoOBaHHbIE TPU CYTOUHOM MOHUTOpupoBaHuu OKI 1o Xonrepy BO Bpems
SMOI[MOHATIBHOTO CTpecca (HaIPsDKEeHHBIN Pa3roBop 110 TeeoHy) y 60IbHOTO 36 JIeT.

Cungpom ykopoueHHOro wuHTepBasia QT (Short QT Syndrome; ShortQTS) sBAsIeTCS PEIKUM
3aboneBaHMeM, IpyM KOTOpoM Ha OIKI perucTpupyloT yMeHbIIeHMEe IPOIOKUTETbHOCTU
uHTepBasioB QT/QTC U BBICOKMIT CMMMETPUYHBIN 3y6el T B MpaBbIX MPEKOPAMATbHBIX OTBEIEHMSIX
(puc. 11). OCHOBHBIMM KIMHUYECKUMMU TPOSIBIEHUSIMU 3a00JIeBaHUS SIBISIIOTCSI CMHKOTIAIbHbBIE
COCTOSTHUSI, 06yC/IOBIeHHbIe TMapokcu3mMamu JKT, 4TO COMPOBOXKIAETCS! TOBBIMIEHHBIM PUCKOM
BCC. HacnenmoBaHue OCYIIECTB/ISIETCSI IO ayTOCOMHO-IOMMHAHTHOMY Tuly. 3aboseBaHue
BBI3BIBAIOT MYTalMM B TeHax KajueBblX KaHaioB (KCNHZ, KCNQI, KCNJ2), npuBopsiiyue K
YCUJIEHUIO T€HePUPYEeMbIX MMM TOKOB K', YKOpPOUEHMIO AJIUTENbHOCTM (asbl peroaspusalin
MOTeHIMasa JeiCTBUS ¥ YMEHbIIeHUIO TPOAO/DKUTENIBHOCTM pedpaKTepHbIX I1eproaoB
BO30YIMMBbIX TKaHEN cephlia, YTo MPeApaconaraeT BOSHMKHOBEHUIO apUTMMIA TI0 MeXaHU3MY re-
entry [27-28].
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Puc. 11. OKI' nmauueHTa C CUMHAPOMOM YKOpO4YeHHOro uHTepBana QT. BricOKoaMIUIUTyIHBbIE
cuMmmeTpuuHbie 3y61bl T B V-V QT = 220 Mc.
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CyliecTByeT LeJIblii PSifi HACTEeICTBEHHBIX CTPYKTYPHBIX 3a60/IeBaHMIl Cepylia, MPOSBIISIOIIMXCS
TSIKEJIBIMU KeJTYAOUYKOBbIMU TaXUAPUTMUIAMU U CITydassMU BCC, Ha/inuye KOTOPbIX MOXKeET 6bITb
BeOYIIMM KJIMHUYECKUM CHMMIITOMOM 3a60eBaHusl, ONpeNe/sSioIM TPOTHO3 KU3HM MalMeHTa.
HanbGonee pacmpoCTpaHEHHBIMM W3 HUX SIBISIIOTCS TUNepTpoduueckas ¥ IuUIaTalVIOHHAS
KapoMOMMOIIaTUM, a TakKke apUTMOTeHHasi [OUCIUIasus—KapAauoMuonaTusi IIPaBoOro
)xenygouka (AIIDK).

AITDK — reHeTMYeCKM AeTePMMHMPOBAHHOe 3abojeBaHMe cephla, KOTOPOMY XapaKTepHO
3aMellleHMe MMuoKapAa IpeuMyllecTBeHHO IpaBoro keiaygouka (IDK)  skupoBoit U
COeIVHUTENbHOI TKaHsIMM. KiMHMYecky 3a6oieBaHMe TIPOSIBIISIETCST HAPYIIeHUSIMU PUTMA CepAlia
— JK3 u KT, conpoBoxkpamimyumucs Bbicokum puckom BCC y aui, monoporo Bodpacra (AIIDK
saBasieTcss ogHOV mn3 Benymux npuunH BCC B Bo3pacTte o 30 jieT), a Takke MPOTrpeCcCUpyIoLen
CephevyHoil HeJ0CTaTOYHOCThIO [29-31].

ANIDK _— mporpeccupyioiiee 3a6osieBaHue, B KAMHUYECKOM TEYEHUU KOTOPOTO BBIIEISIOT
crenyolye CTaguu:

e HauanvHas cyOKauHuYecKass cmadusi, BO BpeMsl KOTOPOil TIPOSIBIeHMs] 3aboseBaHMsI
OTCYTCTBYIOT.

e Cmadus <«3/eKmpuyecKux» nposiéaeHull, BO BpeMsi KOTOPO} MMelolyecs: y IalyeHTOB
CTPYKTYpHbIe TOpakeHMs elllé He MIPUBOIST K CHVYKeHUIO CUCTOMMYeCcKoi QyHKIMY MMUOKapaa,
HO MOTYT CIIOCOOCTBOBATh BOSHMKHOBEHMIO HapylieHnit putma cepaia u BCC [32-34].

e Cmadus npaeoceny0ouKkoeoii HedocmMamoyHOCmMu PA3BUBAETCS IO Mepe IPOrpeccupoBaHMSs
3abomeBaHMs, TP 6OJIBIIEM 06BEME 30HBI IIOPAKEHNSI MMOKap/ia MPaBoro Xeaymouka [35-37].

o TepmuHanvHas cmadus, IPOSIBISIIONIASICSI GMBEHTPUKYISIPHOV HEAOCTATOUYHOCTHIO, CUMITTOMBI
KOTOPO¥t MOTYT OBITh MIOTHOCTHIO aHAJIOTUYHBI AVJIATAIIIOHHOI KapayomuonaTuu [38-40].

Knuunueckue nposiiennst AITDK mMoryT 6bITh 06YC/IOB/IEHBI KaK HapyIIEHUSIMM PUTMa CEpAlia,
TaK ¥ MPOTPeCcCUpyIolleli CepaeyHOoli HemOCTaTOYHOCThIO. BpIAensiorT ciaenyroliye BapuaHThI
KJIMHMYecKoro TeueHus AIIIDK:

e ckpoimetii, 1pyt KOTOopoM BCC MOKeT ObITh eIMHCTBEHHbIM IIPOSIB/IEHMEM 3a60/1eBaHMs ;
e apummuueckuii, koropomy xapakrepHbl JK3 m KT, mcxonsiiye u3 MPaBOro >KeTyAouka, C
mopdosorueii KomriekcoB QRS 1o Tuiry 6;10Ka/ibl 1eBOi HOXKM Iyuka I'mca (BJIHIIT);



* nposenawwuiics cepdeuHoli HedoCMano4HOCMelo, TTPEVMYIIECTBEHHO MPaBOKETyI0YKOBO, C
HaIu4uMeM MM OTCYTCTBMEM HapylleHUii puTMa ceppua [41-42].

HanbGonee dvacto 6Gone3Hb OOYC/IOBIE€HA MYTAlMIMM B T€Hax JeCMOCOMAbHbIX GETKOB —
iakornobuHa (JUP), mecmoruiakuHa (DSP), mnakodwiinaa-2 (PKP2), necmornenna-2 (DSG2) u
mecmokomnuHa-2 (DSC2). HapylieHus AeCMOCOMAaJIbHBIX KOHTAKTOB CHMKAET YCTOWUMBOCTH
KapIMOMMOLUTOB K MeXaHMUYeCKUM BO3LEeCTBUSIM (COKpallleHMe U pacTshkeHue) U MOTeHIUpyeT
rubenb wietok. Myranusi B reHe TMEMA43, komupymoolleM TpaHCMeMOpaHHbI 6enok 43
(Transmembrane protein 43), KOTOPbI/i Y4acCTBYeT B PETY/ISIIMM TPAHCKPUIILIUYM OPYTUX T€HOB U
OopraHM3alMy IPOCTPAHCTBEHHOM CTPYKTYpbl KIETOYHOTO SiApa, o61ajaeT OYeHb BBICOKOIA
MeHeTPAHTHOCTBIO, IMPOSIBIISETCSI GBICTPO IMPOrPeCCUPYIONIEll CepIeuHOl HeLOCTATOYHOCTBIO U
COIIPOBOXKAAETCS OYeHb BBICOKMM puckoM BCC [32-36]. OnmcaHbl ayTOCOMHO-peL,eCCUBHbIe TUIIbI
HacnepoBaHusi AIITDK, KOTOpBIM XapaKTepHO COYeTaHMe KapAMOMMONATUM C MaJlbMapHO-
IJIAHTAapHOM KepaTofepMmueii 1 M3MeHeHUSIMU BOJIOC, KOTOPbIe TakKke 00YCIOBJIEeHbI MyTalVsIMU
reHOB [eCMOCOMajbHbIX 6eykoB. K HMM oTHOcAT GonesHb Hakcoc u cuHapom Kapaxama (ripu
KOTOPOM B IATOJIOTMYECKMIT TPOLIeCC BOBJIEUEH JIEBbI JKemymoueK) [37].

1.3. QuuaeMuoaorus

OnuHouHast JKO HepeAko perucTpupyeTrcs npu 3anucu craHgaptHoit OKI y 300pOBbIX JINI]
Mojiomoro M cpemHero Bospactra (0,5-2% crydaeB), M ellle 4Yalle OOHAPYKMBAeTCSI y HUX C
ITOMOIIbI0 aMOYIaTOPHOTO XO/NTepoBCKOTO MoHuTOopupoBanust IKI' (XM 3KT). KonnuecTBeHHbIE
niposiBiieHust JKD yBenmumBaoTcs ¢ Bo3pactom. boree cioskHbie popmbl XKI (TmapHast, MTOMUTOITHAS)
TaKKe MOTYT OOHApYKMBATbCS Y 3[IOPOBBIX JIMII, HO UX TOSIBJIeHMEe 6osiee BEPOSITHO B CBSI3U C
HaJM4yMeM OCHOBHOTO 3a60/eBaHus, Kak aTuonornyeckoro dakropa [1-5].

Hannabie 0 pacrnpoctpaHéHHOCTH JKT B MOMYISIUYM OTCYTCTBYIOT B CBSI3M C T€M, YTO pPa3/IMUHbIe
opmbl JKT MOryT MMeTb CXOK1e KIMHUYECKMEe TIPOSIBJIEHMS], & TAKKe B CBSI3U C TEM, UTO MT€PBbIM
U eIVHCTBeHHBIM 1posiByieHreM JKT MoskeT 6bITh BHE3AITHAS CMEPTh.

ExXXeromHO B MmMpe DEerucTpUpyroTCs COTHM ThHICSY (JIyyaeB BHE3aIllHOM CMepTu. B pa3BUTBIX
CTpaHax ee yacToTa coctasisieT 1-2 cimyuast Ha 1000 HacesleHUS B TOM, YTO COOTBETCTBYET 13-15%
(TI0 HEKOTOPBIM JAaHHBIM 110 25%) Bcex cydaeB ecTecTBeHHOV cMepTu. BCC ObIBaeT mepBbIM U
HepeIKo eIVHCTBEHHBIM IposiBieHuemM WBC, mpu Kotopoit 50% ciryuyaeB cMepTy BHE3amHBI, a
cpeny OGONBHBIX C XPOHMUYECKON CepIeyHOl HeJOCTaTOYHOCThIO BHE3AITHO YMMPAT Gosee
IIOJIOBUHBI [3-4].

PacnipocrpanenHocts CYWQT B nomysnsiuyum cocrasiisgeT okono 1:2000 HoBOpoxkaEHHbIX. CiienyeT
OTMETUTb, UTO 3TM [aHHble YYUTBIBAIOT TOJABKO CJIyyau  «SIBHOTO»  YBeJIMUYEHUS
MIPOAODKUTENbHOCTY MHTepBasia QT, BeIsIBIeHHOTO pu peructpanyy DKI. Y HEKOTOPHIX OOIbHBIX
CUMIITOMOB 3a60JIeBaHMS MOTYT MTOTHOCTBIO OTCYTCTBOBATH B TeUeHME BCE KM3HU U MTPOSIBIISITHCS
JUIIb TIPY BO3HUKHOBEHUM JIOMOJIHUTEIbHbIX (AKTOPOB, CIOCOOCTBYIOMINX — YIJIMHEHUIO
uHTepBasna QT, Hampumep, TUIOKaAeMUH, WM MPU HAa3HAUEHUM JIEKAPCTBEHHBIX IpernapaTos,
CITOCOOHBIX YBEJIMUMBATH IIUTENbHOCTh MHTepBaia QT. Kpome Toro, yanuHenne mHtepBaga QT
MOSKeT HOCUTb MPEXOsInii XxapaKkTep, ClefoBaTelbHO, UCTUHHAS PaCpOCTPaHEHHOCTb TaHHOTO
3a6oyeBaHMs B TOMY/ISALUMM, TO-BUAMMOMY, eIlné Oonbiie. IIpumo6perenubiii  CYUQT,
06YC/IOBJIEHHBIV [T€IICTBMEM JIEKaPCTBEHHBIX IMPENapaToB MM APYTUMX MPexomsinux (aKkTopos,
BCTpevaeTcs HaMHOro yvaite [12].

PacrmpocTpaHéHHOCTh CMHApPOMa bpyrazma B 06IIeit MOy sl B HaCTOsIIlee BpeMsl HEM3BeCTHa.
CymiecTBeHHO vyvalle OHO BcTpevyaeTcsi B crpaHax IOro-Bocrounoii Asum  (A3martcko-
TuxookeaHCKMII PeTUOH), TOe ero pacmpocTpaHéHHOCTh gocturaet 0,5-1:1000. Cunapom Bpyraga
y MyXuMH BcTpeuaetcs B 8—10 pa3 vamie, yeM y >keHIUMH [20-21].

VctuHHAST  pacIpoCTpaHEHHOCTb —KaTexolnamuHepruueckoit monumopduoit XT B obuieit
TIOMYJISIIMM HEM3BECTHA, MOCKOIbKY BHe Mpuctyna y 60abHbIXx Ha DKI' OTCYTCTBYIOT Kakue-i1n6o
crienuduyeckue n3mMmeHeHus. I1o HEKOTOPbIM TaHHBIM, OHa MOXeT gocturath 1:10 000 [26].

PacnipoctpanéHHocTh AJIIDK B 06mIeii MOy sinyy cocTasisieT okomo 1:2500-1:5000, rpu sTom
cenyeT OTMETUTh HEOJHOPOAHOCTh reorpaduueckoro pacrpenenenusi. 3a6oneBaHre HECKOTbKO
yalle BCTpevyarT Y My>KUMH, YeM Y KeHIIVH (COOTHOLeHue 2,7:1) [33].



1.4. Konuposanue no MKBb 10

142.8 — npyrue kappuomuonatuu (aist AIITDK).

146 — ocraHoBKa cep/iia.

146.0 — ocTaHOBKa cep/lia C yCHelIHbIM BOCCTAaHOBIEHMEM CEePIIeYHOI e TeTbHOCTH.
I46.1 — BHe3amHas CMepTh, TaK OMMCAHHAS.

146.9 — ocraHOBKa cepAlia HEYTOUHEHHAS.

147.2 — xenynoukoBas TaxuKapaus.

149.0 — GUOPMIUISATINS U TPeTeTaHe KeJTyIOUYKOB.

149.3 — npexxaeBpeMeHHas JenosIpu3anus KeaygouKoB.

1.5. Knaccuduranus

K3, wucxopsiiue wu3 OLHOTO MCTOUHMKA (MOHOTOIIHBIE), XapaKTepU3YyITCS OAMHaKOBOI
Mopdosorueii  KomruiekcoB QRS ¥ MOCTOSHHOW ((PUKCMPOBAHHONM) BEJIMUMHON WHTEpBaia
cuerieHus. [ToaUTOMHAS SKCTPACUCTOIMS TIPOSIBSIETCST PA3IMYHBIMU 110 GOpMe KOMILIEKCAMMU
QRS, BO3HMKaWUIMMM C pa3HbIMM MHTepBajJlaMu clelyieHMs1. Ecau  3KCTpacucTOonMuecKuii
KOMIIJIEKC HaKJIaabIBaeTcst Ha 3yber T mpefiiecTByoomnero komiekca QRST 0OCHOBHOTO puUTMa, TO
Takasi dKCTPaCUCTONMSI Ha3biBaeTCs paHHel miu skcrpacucronueit Tuna R Ha T (R/T). Cmbica
BbIJI€JIEHMSI 3TOTO TUIIA SKCTPACUCTONMM 3aK/II0YaeTCsS B TOM, UTO, IPY HaAU4YMM ONpefeleHHbIX
YCI0BUI MMEHHO paHHMe JKD 4vaie Bcero, mHAyuupytoT JKT n OXK.

WNHorpa MoskeT OpoCiaeXMBaThbCsl KPAaTHOCTb TMOsIBAeHMs] JKO 5KCTpacuCTO/N B OTHOLIEHUMM K
CVYHYCOBOMY PUTMY, UTO MMeHyeTcsl ayuiopuTmmesi. COCTOSHMS, NPU KOTOPBIX 3KCTPaCUCTOINA
SIBJISIETCSI KaKABIM BTODBIM, TPETHYM WJIM UETBEPTHIM COKpallleHMeM, Ha3bIBAlOTCS OM-, TPU- U
KBaJipUreMmMHMen, CoOoTBeTCTBeHHO (puc. 12). JKD MokeT 6bITh OAMHOYHOI M MapHoii (puc. 13).
Tpu u Gormee CIeAYIOIMINX TOAPS] SKEITyNOUYKOBbIX SKTOMMYECKNX KOMIUIEKCA, TI0 OIpereleHnIo,
KBaMMOUIMUPYIOTCST KaK JKEIYSOUYKOBBIN PUTM UV JKETYAOYKOBas TaXUKaAPAUSI, eC/M 9acTOTa
ClegoBaHUST SKTOMMYECKMX KoMIiekcoB TipeBbimaer 100 B 1 mMuH. TepmuH «rpynrosast
9KCTPACUCTONMST», KOTOPBIII MHOTAA TPUMEHSIETCS] B OTHOIIeHUM 3-5 ciaemyrouiux moapsin K93,

cIeayeTr CUYMTaTb HEeIIpaBMIbHBIM.
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Puc. 13. IlapHasg >XeqygoduykoBasi SKCTPACUCTONMS, MPOTEKalolas KaK I[apHas TPUTreMUHUS
(XonTepoBckasi MOHUTOpHAs 3anuch JKT).

PerynsipHOCTh CepmeYHOro PUTMa HApYILAETCS >KeMyLOYKOBBIMM IKCTPACUCTONAMMU HEe TOIbKO
BCJIe/ICTBME 1704 NpeXaeBpeMeHHOCTH, HO " B pesyibTaTe BO3HMKHOBEHMS
IIOCTIKCTPACUCTONMUECKUX Tay3 (g JKOD  xapakTepHbl TaK HasblBaeMble  ITOJIHbIE
KOMITEHCAaTOpHbIe TMay3bl, NP KOTOPbIX MHTEPBAJI CLEIUIEHUS SKCTPACUCTOIBI B CyMMe C
MOCTIKCTPACYICTOINYUECKOI TIay30ii MPUGIU3UTENBHO PABHBI 10 MPOAOIKUTENBHOCTI CYMMAapHOM
BeJIMUMHE [BYX HOPMAaJIbHBIX CepIeuyHbIX LMKIOB [cM. puc. 1]). HeuacTteim siBIeHMEM, KOTOpoOe
MOXXeT HabmomaTbCsi Ha (oHe CUMHYCOBOV OpaAuKapauu, SBISIOTCS BCTAaBOYHbBIE MU
MHTepnoaupoBaHHble JK3, He nMelole KOMIIEHCATOPHBIX I1ay3.



1.6. Knaccuduranus B crpaTudmKauuy pUCKa BHE3AITHONM CepaeuIHOo
cMepTu

TecHas cBsi3b BCC ¢ HeKOTOpsIMU (hOopMaMM KeTyIOUYKOBBIX HAPYIIEHWIT pUTMa CepAlia AesaeT
HEOOXOIVIMBIM TIPOBEJEHME UX PUCK-CTPAaTUGUKAINU, T.e. PAHXMPOBAHUSI TIO0 CTENEeHU pUcKa
pasButus OX. IlepBas momeITKa Takoil crpaTudukanuy O6buIa npeanpuHaTa B. Lown u M. Wolf,
KOTOpble MpeIoKuIn B 1971 T. TpafalMOHHYI0 KaacCUUKALNMIO KeTyIOUYKOBBIX apUTMMUIA,
3apeructpupoBaHHbIx pu XM IKT. Kinaccuduraius BoigenseT ciegyoniue rpaganm:

e Tpapaiiys 0 — >Key0YKOBbIe HAPYIIIeHMSI pUTMa Cepiia OTCYTCTBYIOT.

e I'paparusa 1 — penxas (He 6omee 30 B yac) MoHOoTOMHAsT JKD.

e I'papmarusa 2 — yactas (6osee 30 B uac) MoHoTOIMHAs K.

e ['papanust 3 — nmonuronHas JK3.

e ['papanusi 4A — nBe mocyiefgoBaTe/lbHbIe (TapHbie) XKO.

e T'papaiys 4b — HECKOIbKO TTOAPS, (TPH U 60JIee) SKeTyqOUYKOBbIX IKTOMMYECKUX COKpaIleHi —
«1pobexky» XKT.

e I'papmarus 5 — pannsisa K3 tumna R/T.

IpaparMoHHas KiaccuduKamnysl MMeeT BaxkHelilee 3HaUeHMe JIJis1 OolleHKM pe3yibraToB XM IKI.
OpHako OHA OCHOBBIBAETCS TOJIBKO Ha 3JIeKTpoKapayuorpaduyeckux mposiBieHusx XK. Puck
BO3HMKHOBEHUSI YIPOKAIOIMINX SKM3HMU SKETYTOUYKOBBIX aPUTMMIA (KETYIOYKOBONM TaxmKapauwu,
TpermetaHuss U QUOPWISLMM  KEITyJOUYKOB), KOTOPbIi MMeEeT CBSI3b C SKeIyI04YKOBOIA
9KCTPACKUCTO/IMEN, KaK C TIPOBOLMPYIOMINUM (PaKTOpPOM, pelraluiM 06pa3soM 3aBUCUT TMPEXKIe
BCEro OT XapaKTepa M CTeIeHM TSKECTY OCHOBHOI CEepIIeUHOIT ITaTOIOTUNA.

BakHoe 3HaueHMe AJis KIMHUYECKON MPAKTUKM MMeeT Kiaccuduranmsi (pUcK-crpatudmkanms),
npepjiokeHHas T. Bigger B 1984 1. OHa npeprionaraeT npoBefeHre aHaan3a He TOJIbKO XapakTepa
SKeJTyOYKOBOJ SKTOMMYECKOV aKTUBHOCTY, HO U ee KIMHUYECKNX MTPOSIBIeHNIA, 8 TaKkKe Haauuus
WM OTCYTCTBMSI OPraHMUYECKOrO IOpakKeHMs cepAla KaK IPUUYMHBI ee BO3HMKHOBEHMs. B
COOTBETCTBMM C STUMM IIPM3HAKAMU BBIIEJISIIOTCS 3 KaTeropyy SKeyL0uKOBbIX apUTMUii [7].

¢ K mo6pokauecTBeHHBIM JKeTYAOYKOBBIM apUTMMSIM OTHOCUTCS KO, BO3HMKAIOMIAS Y JINII, He
MMEIOIIMX TIPU3HAKOB 3a60jeBaHMs CepAala («MOMOMATUUECKMEe» JKeTyJOUKOBbIe apUTMMUMA).
[TpOorHO3 >KM3HU ITUX OONbHBIX OIATONPUSITEH, B CBSI3M C OUYEHb MAaJOil BEPOSTHOCTBHIO
BO3HUMKHOBEHMST (DaTaTbHbIX JKeTYIOUKOBBIX apuTMmuii (OJK), He OTIMYaloneiicss OT TaKOBOI B
obmeit monynsiun. Ipodwmraktuka BCC He TpebyeTcs,, OMHAKO HEOOXOOMMO IMHAMMUYECKOe
HabmofeHne, TIOCKOJIbKY Y dYacT OombHBIX JKD MOXKeT ObITh TEpBbIM KIMHUYECKUM
MPOSIBJIEHMEM TOW WJIM MHOW CEpAEUHO MaTOTOTUNA.

e JIpMHUMIIMAIBHBIM OTIMYMEM IIOTEHIMAIBHO 3/I0KA4YeCTBEHHbIX JKeTyJ0YKOBbIX apUTMMIA
OT TIpeIbIAyIeli KaTeropuu CIAYKUT HAJIMUME OPraHMYecKoro 3aboieBaHMs Cepla, Kak
MPUYMHBI UX BO3HMKHOBeHMs. Yaie Bcero sto pasnuunbie dopmbl UBC (Haubosee 3HAUUM
TepeHeceHHbIil MHMPAPKT MUOKapAa), MOpakeHue cephlia Mpy apTepuaabHOI TUIIEPTOHUM,
nepBMYHble 3aboneBaHMs Muokapna u gp. Ocoboe [IONMOTHUTETbHOE 3HAUYeHMe WMMEIOT
CHIDKeHMe (pakiuy BbpIOpOCA JIEBOTO JKETyZOYKa M CUMIITOMbI XPOHMUYECKOV CepaedHOoi
HEO0CTATOUHOCTH. Y 3TUX G0MbHBIX ¢ JKD (IMOTeHIMaabHBIM MyCKOBBIM (dakTopom KT 1 ®XK)
emie He 6610 mapokcu3MoB JKT, snmsonoB TOK mau @YK, HO BEPOSTHOCTh UX BO3HMKHOBEHMS
IIOBOJIBHO BBICOKA, a puck BCC xapakTepusyeTcsl KaK CyIIeCTBEHHBI. BceM TakMM OGOIbHBIM
JIOJDKHA OCYIIeCTBIISIThCS MepBuYHas mpodunakruka BCC.

e KaTteropuio 3710Ka4eCTBEHHBIX JKEIYJOYKOBBIX apUTMuii (GOPMUPYIOT YCTOWYUBBIE
napokcu3mbl KT u mepexkuTbie Osaromaps ycCIemrHoi peanumanyu ciaydau BCC y jui ¢
opraHMyeckuM 3aboneBaHueM cepania. I[IporHO3  KM3HM  3TUX OOJNBHBIX  KpaifHe
HeO6IaronpusTeH, BCEM UM JTO/DKHA OCYLIECTBIISIThCS BTOpMYHas mpoduiaktuka BCC.

OTmenbHO BBIAENSIOT HeycToumByio (MeHee 30 cek) JKT y GONMBHBIX CO CTPYKTYPHBIM
3a0osieBaHMeM cepzaua. ITapokcnsambl HeycToiunBoii XKT, Tpy KOTOPBIX yCIIEBAIOT Pa3BUBATHCS
OCTpble TsDKesble HapylleHUsl reMOLMHAaMMKM, [0 CBOel TsDKeCTM M 3HAUeHMIO [JISI [IPOTHO3a
SKM3HU IOJ/DKHBI NPUpaBHUBATHCS K ycroinumsoi JKT, omHako yalle Takye HapyLleHMsI pUTMa
MPOTEKAIOT 6e3 TSHKETIX KIMHUUECKUX MPOSIBJIEHUIA. [IJIT YTOUHEHUS] MHAUBUIYAJIbHON CTEeIeHn
pucka BCC Takum 60IbHBIM ITOKa3aHO MTPOBeleHNe BHyTpucepaeuHoro DD,



2. InarHoCTMUKa

2.1. J)Kano06sl M1 aHaMHe3

e PekomeHAyeTCsl MPU OINpoce maiyeHTa ¢ XKO OleHUTb TSHKeCTb KIMHUYeCKUX MposiBiaeHmii XK.
[4-5].

VpoBeHs yoenutensHOCTH I (ypoBeHb JocToBepHOCTH C)

KommenTapuii: Xapakmep KauHuueckoti cumnmomamuxu K3, a maksice ee 3HaueHue 07151 NP0O2HO3d
300p08bsl U HU3HU NAYUEHMO8 3asucsim om (Qopm nposeneHust camoli IKCMpacucmosuu, Ho 8 euje
Oonbuleli cmeneHu — 0m 0CHOBHO20 3a00J1e8aHUSL, KAK NPUYUHbL ee 03HUKHO8€eHUs. Pedkast o0uHouHas
JKO 'y nuy, He umewwux Npu3HAKO8 OpeaHUYECKOU namonozuu co CMOpPOHul cepiyd, Moxem
npomekame 0eCCUMNIMOMHO UNU MAJIOCUMNMOMHO, NpOsI8NISiAch, JUWb oulyujeHuem nepe6oes co
CMOpoHBL cepdya, nepuodudecku 6ecnokoswux nayueHmos. Yacmas 3KCmMpacucmonus ¢ nepuooamu
OuzeMUHUU, 0COOEHHO Y OOIbHBIX CO CHUMEHHBIMU NOKA3AMEIIMU COKpamumesnsHoli oyHKyuu cepoya
(UBC, xapduomuonamuu, Opyzue (opmbl hnopajyeHus muoxkapdda), nomumo nepeboes, Moxcem
npueodums K CHUMCEHUIO apmepuansHoz20 0asjieHusl, N0si8IeHUI0 Uy8Cmeda cabocmu, 201080KPYHEHUIO,
nosig/IeHuUI0 U Hapacmauuio o0viwiku [4-5].

Knunuueckue nposigieHus y#enyo0oukosoli napacucmoiuu aHanozuuHst K.

e TIpu ompoce manMeHTa CO CTPYKTYPHbIM 3a6oleBaHMEM Ceppla, MMEIOIIEro BBICOKUI PUCK
SKeTyIOUKOBBIX apUTMUIL, PEKOMEHIYeTCsl IieJieHalpaBieHHO BBIICHITh HaauuMe 3Kaaoo,
KOTOpbIE TIOTEHIMATbHO MOTYT ObITh OOYCJIOBIEHBI MAPOKCU3MAIbHBIMU SKETyIOYKOBBIMMU
apuUTMUSIMMI. [4-5].

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

KommeHTapuit: Kiunuueckue nposiejieHus napoKCuManbHulx HeayodouKoeslx maxuxapouii mozym
CyWecmeeHHO pa3uuamsCsa 8 3aUCUMOCIU O0M COCMOSIHUA 2eMOOUHAMUKU — 8 JIEZKUX Cyuasix
6osbHblE MO2Yym omMmeuams Jullb yuauléHHoe cepoyebueHue, duckompopm 8 2pydu (8 psde ciyuaes
NposiBJieHUs. U 808Ce OMCYMCMBYIom), 8 MAMENbIX — UHMEHCUBHYI0 3aepyduHHyi 00/1b, yoyuive,
2071080KpYXHCEHUE, NPECUHKONAIbHBIE U CUHKONAIbHbIE COCMOSHUS. TAXecms KAUHUYECKUX NPOsS8AeHUL
3asucum om uacmomst cepdeuHvlX COKpAaujeHUll 80 8peMs NApPOKCU3Md, HAAUUUS WIU OMCymcmeus
CMpyKmypHoz20 3abosieéanusi cepdya u conymcmeyioujeli namosozuu (Hanpumep, amepockiepos
6paxuoyepanvHolx apmeputi).

e PekoMeH[lyeTCsl MCK/IIOUMTD AMAarHO3 >KeJTyqOYKOBOJM TaXMKapAuu MPY OTCYTCTBYME NMPU3HAKOB
reMOJMHAMUYECKOI HeCTaOMIIBHOCTY BO BPeMsI ITapOKCU3MOB. [4-5].

Vposens yoenurenbHOcTH I (ypoBeHsb octoBepHOCTH C)

¢ JKenmymoukoBble HapylleHMs PUTMa PEKOMEHIYeTCss pacCMaTpMBaTh B KauyecTBe OMHOM U3
BEPOSITHBIX MPUUMH CUHKOIAJbHBIX COCTOSIHUI Y OOJNBHBIX CO CTPYKTYPHBIM 3ab6ojeBaHuEM
cepaiia, 0COGEHHO Y IMalMeHTOB, MePeHeCInX OCTPbIi MHGAPKT MMUOKApAa, CO CHYKEHHOI
dpaxkumeii BBIGpOCa JIEBOTO JKemymouka.[4-5].

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTU C)

e CYUQT m xarexonmamuHeprudeckass momuMopdHas KT peKoMeHIyeTcss pacCcMaTpMBaThb B
KayecTBe BO3MOXKHBIX IPUYMH CUHKONATbHBIX COCTOSIHMIA, BO3HMUKAIOLUIMX Ha BBICOTE
(usnueckoit WM 3MOUMOHATBHON HATPY3KM, OCOOEHHO y MOJIONIBIX TAIMEHTOB, HE VMEIOIX
CTPYKTYpHOTO 3a607eBanust cepaua.[4-5].

VpoBens yoenurenbHocTH I (ypoBeHb focTtoBepHOCTH C)

e [lpu cb6ope aHamue3a 6ombHbIXx CYMQT pekoMeHmayeTcs 0co00e BHUMAaHMUE YIEISITh
MPUHMMaeMbIM TAlIMEeHTOM JieKapCTBEeHHBIM IIpernapaTam, MOCKOJIbKY YAJIMHeHNe MHTepBaia
QT ™MoryT BbI3BIBATH MHOTME HEKapAMOJOTMUeCKMe JieKapCTBeHHbIe CpelCTBa (IIOCTOSTHHO
0GHOBJISIEMbIIT TIEpeUeHb MTPeICTaB/IeH Ha caiite http:/www.azcert.org).[4-5].



http://www.azcert.org/

VpoBeHs yoenurensHocTH I (ypoBeHb ocTtoBepHOCTH C)

e [Ilpy mOmO3peHMM TeHeTMYeCKM [eTepMMHUPOBAHHBIX >KeMyAOYKOBBIX HapyLIeHuil purma
ceprlia peKOMEHIOBaH c6Op ceMejfHOro aHaMHe3a, HAlleJeHHBII Ha BBISBIEHJE CITydaes
BHE3AIHBIX ¥ HEOOBSCHMMBIX CMepTeii (HalpuMmep, yTOIUIeHME) ONM3KMUX DPOICTBEHHMKOB B
MOIomoOM Bo3pacre.[4-5].

VpoBens yoenurenbHocTH I (ypoBens mocroBepHocTH C)

2.2. Pu3uKaJIbHOE 00C/IeOBaHe

e BpisiBleHMe TIPM3HAKOB TreMOAVMHAMMYECKON HecTabMIbHOCTY  PEKOMEHIOBAaHO  IIpU
busmkamTpHOM 06C/IeIOBAHMY TTAIIMEHTOB C ITAPOKCY3MAaJbHBIMY HaPYIIEHUSIMY PUTMA CepILa.
[3-4, 10].

VpoBeHb yoeauTeasHOCTH I (YypPOBEHBD JOCTOBEPHOCTH A)

Kommenrapwmii: I[Ipu nodasnsiowjem 60abWUHCINGE H#eMYOOUK08bIX HApYWeHUll pumma cepoya npu
QusukansHom 00cnedo8aHuUU NAYUEHMO08 8He NAPOKCUIMA KaKue-aub0 U3MeHEHUS. He 0mMeuanmcs.

Breouepednble cepOeuHble COKpauieHus (IKCMPAcucmossl) Mozym 0bime OMmMmeueHsl npu noocuéme
nynsCa, usmepeHuU apmepuaibHo20 0asaeHUs Wil aycKyasmayuu cepoyd nauueHmad.

B pedkux cayuasx npu o0ciedosanuu 0onbHuix 8poxcdéHHbIM CYUQT unu AIDK 803MOMHO
00HAapyxHceHUe AHOMAIULL 0P2AHO8 UYBCME (BPOHOEHHAS 2/1yX0MA) U KOCMHO-CYCMABHOI CUCTNEMb.

2.3. JlaGopaTopHasa AMAarHOCTUKA

e Bo Bcex ciydasx pPeKOMEHJOBAaHO OOCIeIOBaHME Ha TOATBEPXKIEHME WIM WCKIIOUEeHNe
MPeXonsIux (KOPPUTHUPYEMbIX) (aKTOPOB, 3HAUMMBIX [/ BO3HMKHOBEHUS >KETYTOYKOBBIX
ApUTMUIA (MIPUEM CePOEYHBIX [MMKO3UI0B, aHTUAPUTMUUECKUX MIPENapaToB, YPOBEHb Kanus U
MarHusi B CbIBOPOTKe KPOBY, IIPU3HAKM OCTPOTO MHGbAPKTa MMOKapaa 1 ap.).[4-5].

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCcTHU C)

e JlamueHTaM co 3HauUMMbIM yajanHeHMeM uHTepBasia QT Ha IKI' pekomMeHAOBAHO NMpOBeAeHMe
KOMIIJIEKCa aHalM30B [Ji BbISBIEHUS MPeXOAsUiMX IMpUUMH (Halpumep, TUIOTUDPEO3,
rumnoxanxemus u np.)[4-5].

VpoBens yoegutenbHOCTH I (ypoBeHb JocToBepHOCTH C)

e BonbHbIM, Y KOTOPBIX Ha DKI' perncTpupyorcs npMsHaku cMHIpoMa bpyraza, pekoMeHI0BaHO
MpoBeJleHMe KOMILIeKCa aHaaM30B [JIsSI BbISIBJIEHMS NPEeXOISIUIMX NIPUUMH (HallpuMep, OCTPhIA
KOPOHAPHbI CUHAPOM, TPOMO0IMOOIINS JTIETOUHON apTepuu, TepuKapauT u ap).[4-5].

VYpoBenb yoenuTenbHocTU I (ypoBeHb mocToBepHOCTU C)

2.4. lncTpyMeHTanbHasl AMAarHOCTUKA

e OKI' B 12-TM OTBemeHMSIX B IIOKO€ PEKOMEeHAOBaHa BCeM IIallMeHTaM, KOTOpPbIe€ MPOXOIST
obwrenoBaHMe Ha MIPeMeT SKeTyqOUYKOBbIX apUTMUIL. [4-5].

VpoBeHb yoeaquTeabHOCTH I (YypOBEeHb JOCTOBEPHOCTH A)

e Am6ynaropHoe (XontepoBckoe) MouutTopupoBaHue JDKI' B 12-TU OTBeAeHUSIX PEKOMEHIYeTCs
JLJISI BBISIBJIEHUS] M AMArHOCTUKY HapyllleHMI pUTMa cepaua, IJis OLeHKM M3MeHeHWIi MHTepBasia
QT u usmenenmii cermenta ST. [5].

YpoBeHb yoenuTeabHOCTU I (YypOBeHb JOCTOBEPHOCTH A)

e [Ipu criopaguyecKkux CMMIITOMaX PEKOMEH/IOBAHO MCIT0JIb30BaHME PErMCTPATOPa COObITHUI [JIsT
BBISIBJIEHVSI BO3MOYKHBIX TPAH3UTOPHBIX aPUTMMUIA, CIIOCOOHBIX BbI3BIBATh TaKVe CUMIITOMBI. [5].



VpoBeHs yoenurensHOCTH I (ypOBEHB JOCTOBEpPHOCTH B)

e B3powibiM manyeHTaM, y KOTOPBIX 10 BO3PACTy MM M0 XapaKkTepy CMMIITOMOB BeposiTHa VIBC,
peKkoMeHI0BaHa Ipoba ¢ JO3MPOBaHHONM (DyU3MUecKoit Harpy3Koii, C LeIbi0 AMarHOCTUYECKO
MpoBOKauuM uireMmuyeckux nameHeHmit KT 1/mmam KemyI0uKOBBIX apUTMMUIA. [5].

VpoBeHb yoeauTenbHOCTH I (ypoBeHb JOCTOBEPHOCTH B)

e [Ipoba ¢ mO3MpOBaHHON (HMU3MUECKON HArpy3KOil PeKOMEHIOBAaHA MAIMeHTaM, eC/I U3BECTHO
WU TIPEJIITO/IaraeTcsl, YTO JKeTyJOUYKOBbIE apUTMUM, MIPOBOIUPYIOTCS (PU3MUECKOi HAarpy3Koii,
IIJ7IS1 yCTAHOBKY AMAarHo3a u onpeeseHus mporuosa. [5].

VYpoBeHb yoenuTenbHOCTU I (ypoBeHb JOCTOBEPHOCTH B)

e [Ipo6a ¢ JO3MPOBAHHOV (M3MUYECKO) HATPy3KOM MOXKET ObITb PEKOMEH/IOBaHa i OLIeHKMU
pe3y/ibTaTOB MeOMKaMEeHTO3HOI Tepamnuu MM abiaiyu, eciy U3BECTHO, UTO JKeIyI04YKOBbIE
apUTMUM IPOBOLMPYIOTCS (D131MUeCKOit Harpy3Koii. [5].

VpoBens yoenurensHocTH Ila (ypoBeHb gocToBepHOCTH C)

e Oxokapayorpadusi pekoMeHJ0BaHa BCeM MalMeHTaM C IIpeAroaraeMbIMU MM M3BECTHBIMU
KeTyLOYKOBBIMM apUTMUSIMM, IJig oueHkM ¢yHKumuu JDK M BBISIBIE€HMS CTPYKTYPHOM
[aToJ0ruM cepaua. [4-5].

VpoBeHsb yoenuTeabHOCTH I (ypoBeHb 0CTOBEpHOCTH B)

e Dxokapauorpadwus ¢ 1esbio oteHkM GyHKuy JDK 1 IDK v BhISBI€HUST CTPYKTYPHOI TTATOIOTUN
cepAla peKOMeHJI0BaHa IalyeHTaM C BBICOKMM DVUCKOM OITaCHBIX [JISL KU3HM SKeTyL0YKOBBIX
apuUTMMIi  MAM BHe3aIllHOM CMepTu, B TOM UMCIe IaluyMeHTaM C [OUaaTalMOHHOIM,
runepTpodnyeckoil WiM TPaBOXKETYIOUKOBOM KapAMOMMOIATHe, JMLAM, IepeXUBIINM
ocTperii MHGAPKT MMOKApAa, a Takke POACTBEHHMKAM IIallIeHTOB C HacJIeACTBEHHbIMU
3a00/1eBaHUSIMY, COTTPSKEHHBIMMY C BBICOKMM PYICKOM BHE3aIHO cMepTu. [4-5].

VpoBeHb yoeaquTeabHOCTH I (ypOBEeHb 0CTOBEPHOCTH B)

e [Ipoba ¢ mo3MpoBaHHON (GU3MUECKOI HATPy3KOii B COYETAHUM C BU3yaaM3allueil cepaiia
(ctpecc-axokapauorpadust wiv nepdysroHHass OFHOPOTOHHAS 3MUCCUOHHAS KOMITbIOTEPHAs
ToMorpadusi C Harpy3Koi) peKOMEHJO0BaHA /i BbISIBJIEHUS OGeCCUMIITOMHON WIIEeMUY
MMOKapaa y TeX OONbHBIX >KEeJNYIOYKOBOW apuTMMeil, KOTOpble, C Y4eTOM BoO3pacTa u
CUMIITOMATUKY, UMeIOT BepossTHOCTh UBC, n y koTopbix IKI' He maeT HafeXHO MHGOpMALIUU
(TpuMeHeHMe AUTOKCHHA, TunepTpodus JDK, nenpeccust cermenta ST >1 mm B mokoe, WPW-
CUHPOM MV 6I0KaJia JIeBOii HOXKKM Iydka I'mca). [5].

VpoBeHsb yoeauTensHOCTH I (ypOBEHBb OCTOBEPHOCTH B)

e JleKapCTBEHHBIN CTPECC-TECT B COUETAHMM C BU3yaJmM3alMeil cepana peKOMeHIOBaH [JIs
BBISIBJIEHVSI 6€CCHMITTOMHOM UIIEMWUY MUOKapa TeM GOTbHBIM KeTyIOYKOBBIMU apUTMUSIMU,
KOTOpble, C YYeTOM BO3pacTa M CUMITOMATUKM, MMeIT BepositHOcTb MBC, 1 KoTOpble
(usnuecku He B COCTOSTHUM BBITIOTHUTD TTPOOY € JO3UPOBAHHON (GU3UUYECKOI HAarpy3Koii. [5].

VpoBeHsb yoenuTeabHOCTH I (ypoBeHb 0CTOBEpHOCTH B)

e BoimomHenuy MPT win KT cepiia y 607bHBIX KeTyIOYKOBbIMY apUTMUSIMU 1ieJIeco06pasHo B
CTydasix, Korjga axokapauorpadus He maeT TouHoii nHbopmanymu o dyakuym JOK u IDK n(unn) o
CTPYKTYPHBIX M3MeHeHUsIX cepaua. [5].

VpoBeHns yoenurensHocTH Ila (ypoBeHb JOCTOBEepHOCTH B)

2.5. TuddepennupoBaHHasg AUATHOCTUKA

CuHapom yaamHéHHoro nuTepsasa QT

e JlnarHo3 HacienctBeHHoro CYUMQT MoxkeT ObITh Takke IIOCTaBJIeH IIpU ITOBTOPHOI
peructpauuu Ha OKI ymauHenuss uHTepBaia QTc nmo 480-499 mc y MaiuMeHTOB C



CMHKOIAJbHBIMM COCTOSIHUSIMM HESICHOTO TeHe3a, IIPU OTCYTCTBUM TeHeTUYEeCKOil MyTaluu U
IPYyTUX NIpUUKH yaavHeHus nHtepsana QT.[22]

Vposens yoenurenbHocTH I (ypoBens mocroBepHocTu C)

KommenTapwmii: ITockonvky yonuHneHue urmepsana QT moxem Hocume npexodawjuti xapakmep, 8
ouazHocmuke 3aboneeamus umeiom 3HaueHue npodosumensvHas pezucmpayus K[ (Hanpumep,
cymouroe moHumopupoearue SKI' no Xonmepy; danHwiii Menood 0co6eHHO UHpOpMamueeH y GONbHbIX
CYUQT 2-20 u 3-20 munos, NOCKOJbKY y OOJbHbIX dmumu (popmamu 3abonesauus Haubosvliee
yeenuuenue onumensHocmu unmepgana QT ommeuarom 06bIUHO 8 HOUHOE BPeMS).

e [Ipu BoigBaeHuu CYVQT pekoMeHIOBaHO IIpOBeJeHMe KOMILIeKCa MHCTPYMEeHTaTIbHBIX
ob6cenoBaHmMii 1)1 VICKTIOUEHMSI TPEXOsIMX MPUUIKH (T.e., IpoBefeHne auddepeHIanbHOMi
JIMArHOCTMKY MEXKIY BPOKIEHHON 1 mprobpeTéHHbiMM hopmamu CYNQT).[22]

VYpoBeHb yoenuTenbHocTU I (ypoBeHb mocToBepHOcTHU C)

Kommenrapwuit: yonuHenue uxmepsana QT moxcem Oblmb 8bI36AHO UebiM PsIOOM (hakmopos,
npusooAUUX K 3aMedneHU0 NPOUEeCccos8 penospudayuu Muokapoa xeayooukos. K HUM 0MHOCIMCA:

» Opaduxapdus, 06ycnoeieHHas OUCQYHKYUel CuHYco8020 y3ia uau AB 6nokadoli;

= 2unomupeos;

= HapyweHus 3JIeKMpOUMmHO20 00MeHa (2UnoKaiemusl, 2UunoMdazHemusl) 8cedcmeue npumMeHeHus
Jduypemuxos uau namosozuu HadnoueuHukos (curopom KownHa), a maxxce npogysHoii duapeu unu
HEYKpoOmumotl peomal;

= HapyuweHus 0e1K08020 numaxus (OnumenvHoe <«duemuueckoe» 20/100aHue, HepeHdas aHOPeKcusl,
napenmepansHoe numatue u op.);

= ocmpeblil UHGpapkm muoxapoa;

= gHympuuepenHoe KpogousJusiHue

= uHmMoKcukayus Gocopopzanuteckumu coeouHeHUIMU;

= Npuém nexapcmeeHHslx Npenapamos.

e JIns puarHocTukM HacienctBeHHoro CYUQT B COMHUTENbHBIX CIydasiX I[e1ecoo6pasHbl
[IPOBOKALIMOHHBIE TTPOOBI.[22]

Vposens yoenurenbHocTH Ila (ypoBeHb gocToBepHocTH C)

KommeHTapuii: B yensx obecneueHust 6e30nacHocmu nayueHma u nogvlileHus oudazHocmuueckol
3Hauumocmu, cyujecmeyem ps0 mpe60o8aHull, Komopsle OONHCHbL Oblmb YumeHsl npu nposedeHuu
JdaHHblx duazHocmuueckux uccnedosanuti. IIockobKy 6 xode uccnedosaHuli 803MOMHA UHOYKYUS
ONACHbBIX 01 HU3HU HApywleHUull pumma cepoya, ece Npo8OKAYUOHHblE NPOObL DOJIHCHBI NPOBOOUMBCS
ONbIMHBIM MEOUYUHCKUM NepCcoHanom npu HenpepwléHoli peeucmpayuu IKI' (cnedyem npouszeodums
MoHumopuposarue SKI' do nosHoli HopMmanusayuu UHOYYUPOBAHHBIX 8 X00e UCC1ed08aHUS USMEeHEHUT
AKI, npu nposeedeHuu (apmakosozuueckux Nnpo8oKayuoHHslx npod — He meHee 30 MuH nocie
OKOHUAHUsl 86edeHUsl npenapama) U cucmemamuueckom usmepeHuu A/l 60/1bHO20, 8 YC/I08USX
HenocpedcmeeHHoll docmynHocmu Heo6xX00umo20 0Jis1 cepdeuHo-e2o0uHoll peaHumayuu 060pyo0o08aHus
[exatouas dedpubpuniamop] u 603MOXCHOCMU He3aMedJIUMeNbHO20 6bl308d 8PAUA-PeaAHUMAMOJ024d.
Iposedenue Hazpy30uHslX NPo6 O00JHCHBL OCYU,eCMeIImb Pu3UUecKU MpeHUpo8aHHsle CompyoHUKLU,
cnocoOHole ybepeus nayueHma om nadeHusl 6 Cyude 803HUKHOBEHUS 2eMOOUHAMUUECK020 KOJIAnca
npu UHOYKYUU Hesyo0oukosslx apummuii.

IposoxauyuoHHble npobbl daneko He 8cezdd 8bI3bI8AKIM MUNUUHbIE 011 KOHKPEmMHO020 3a00/1e8aHUs
usmenenus OKI. [lozpaHuuHsle u3MeHeHUS He OO0 HbI PACUEeHUBAMbC KAk OudzZHOCMuuecKu
3Hauumste. B ciyuae noeparuutsix usmerenuti KI' unu ompuyamensHozo pe3yasimamad ucciedo8aHusl
npu 6onbUWIOL 8eposMHOCMU 3A00/e6aHUs (XAPAKMEPHAS KAUHUYECKAs KAPMUHA, pe3yibmamel
2eHeMuUYeCKux uccned08aHull) yeaecoobpasHo nposederue Opyzoti NPO8OKAYUOHHOL NPoDbL.

Inst BeisiBieHust CYVQT MCIONb3YIOT CIeAyIol/e TTPOBOKAIIMOHHbBIE TTPOOBI.

= AKTMBHas oprocraTmueckas mpoba. OieHka AuHaMuky uHTepBasia QT mpu perucrparmm
OKT B X0me OpTOCTaTMYECKOI MPOOBI 00IaIaeT AMAarHOCTUIECKON 3HAUMMOCTBIO, TTO3BOJISIST B
psime ciay4yaeB BBIIBUTH OonbHBIX CYMQT. Ilocse mepexoma B BepPTUKAJIbHOE IIOJOXKEHMeE
OTMeuaeTCsl YMepeHHOe YyBelIMYeHMe YacTOThbl CMHYCOBOTO DPUTMA, IPU 3TOM Yy 3A0POBBIX
ManyeHTOB INTeNIbHOCTh MHTepBaia QT ymeHbinaeTcs, a y 60apHbIx CYVQT (0co6eHHO 2-TO



TUIIA) IPOAO/DKUTENBHOCTb MHTepBana QT yMeHbIIaeTcsl MeHee CyIeCTBEHHO, He M3MeHSeTCs
WU YBEJTMUMBAETCS.

= [Ipo6Ga c HO3MpOBaHHOI (PU3MUECKOI HArpy3Koii Ha BeJIOIProMeTpe WIU TpeIMuJIe.
Haubonee nHdopmMaTBHA OIl€HKA IJINTEIbHOCTM MHTepBasia QT B Iepuon BOCCTAHOBJIEHMS.
InurenpHocTh MHTepBana QTc >445 mMc B KOHIIe Mepuosia BOCCTAHOBAEHUS (CITYCTsI 4 MUHYTBI
1oc/ie OKOHYaHMS HAarpy3Ku) xapakrepHa mjist 6ombHbIXx CYUQT 1-ro u 2-ro TumoB. [Ipu sTom
muTenbHOCTh MHTepBana QTc <460 Mc B Hauaje Mepuoia BOCCTAHOBJIEHMS IIO3BOJISIET
oTnMunTh 60mbHBIX CYUQT 2-r0 THa ot 60abHbIXx CYWQT 1-ro THma.

= (dapMaKOIOrMUYECKIe MPOBOKALMOHHBIE IIPOGHI:

aTOit Gopme 3abosieBaHus MPU MPOBeNeHNM MHOY3UM aApeHaIHa OTMeYaeTcsl MapagoKCaIbHOe
yBenuueHyue anutenbHocTy MHTepBana QT. IlpensoskeHbl 2 HPOTOKONA MPOBENEeHUs OaHHOM
mpo6sl: mporokon Mmmuiry (Schimizu), B Xxome KOTOpOTO BCjien 3a OOMIOCHBIM BBeAEHMEM
OCYIIECTB/ISIETCS KpaTKOBpeMeHHas: MHQY3Ms aApeHaauMHa, M MpoToKonm Meito (Mayo), B
COOTBETCTBUM C KOTOPBIM OCYIECTBIISIETCS] BHYTPUBEHHASI MHQY3US TOCTETIEHHO YBeIMIMBaeMOit
Io3bl anpeHanuHa. 06a 3TUX MPOTOKONMA OOJAZAIOT COMOCTABMMBIMM UYBCTBUTETHHOCTBIO U
Crienu(pUIHOCTHIO, XOPOIIO TIEePEeHOCSITCSI M PeOKO COMPOBOXAAIOTCS — HeXKeIaTelbHbBIMU
peakuusimu. IIpob6a pacleHUBAeTCs] KaK TOJOXKUTEIbHAS TIPU  YBEIUYEHUU [[JIUTEIbHOCTU
untepBasia QT >30 mc Ha QoHe mHOY3UM aapeHanuHa B go3e no 0,1 mkr/kr B mMuH. Ciemyer
OTMETHUTD, YTO MpaBUIbHOE M3MepeHue guTenbHocT QT Ha dhoHe MHOY3UM afipeHaTMHa YacTo
3aTPyIHEHO M3MeHeHMsIMU Mopdonorun 3y610B T, 0COGEHHO ecy MPU 3TOM DPEerucTPUPYITCS
BbICOKOAMIUTUTYIHble BoOiMHBI U. COMyTCTBYIOIIMIA IpueM [B-aJpeHOOI0KATOPOB CHVKAeT
JUArHOCTMYECKYI0 3HaUMMOCTh ITPo6bl. Cpey HekemaTeabHbIX pPeakinii, BOSHUKAINIMX Ha (hoHe
vHQY3UM afpeHaNNHA, HEOOXOAVMO YIOMSHYTb apTepuaabHyIl0 TUIEPTeH3UI0 ¥ WHIYKINIO
OTMACHBIX [Js1 JKM3HYM HapylleHuit puTMma. [IuarHoCTuMYecKoe WMCCaeloBaHue JIOKHO ObITh
MpeKpalieHo Mpy MOBbIeHUU cucTomnmdeckoro Al >200 MM pT.CT. (MM TIPU MEHBIINX 3HAYEHUSIX
B CIyvyasX, eCcii apTepuanbHasl TUIIEPTeH3Usl COMPOBOXKIAETCS BbIPASKEHHBIMMU KIMHUYECKUMU
TPOSIBJIEHUSIMU), BO3HUKHOBEHUM PEIUIUBUPYIONIUX HEYCTONUMBBIX MPOOEKEK MU MHIYKIIUU
ycroitunBoro napoxkcusma JKT. B cmyuae BOSHMKHOBEHMST KTMHUYECKM 3HAUMMBbIX HesKelTaTelbHbIX
3¢ deKToB LienecoobpasHo MPUMeHeHe KOPOTKOLeCTBYIOLMX B-afpeH06/10KaaTOPOB, BBOAMMBIX
BHYTPMBEHHO.

IIpo6a ¢ aneHosuHom. BombHbiM CYHQT xapakTepHO yBeJMUYEHME MPOO/DKUTETbHOCTU

nHTepBanoB QT >410 mc u QTc >490 mc, perucrpupyemble BO BpeMsi MUMHMMAJIbHOM 4acCTOThI
CepIevHbIX COKpAIeHuii TPy MHAYIMPOBAHHOI aleHO3MHOM GpafuKkapauu. B HacTosiee BpeMst
JIMarHOCTMYEeCKass 3HaUYMMOCTh JJAHHOI MPOObI M3yueHa Ha OTPAaHMUYEHHOM KOJIMUYECTBE GOJIbHBIX
reHetuuecky noaTeBepkgeHHbIM CYMQT, nostomy MHTepnpeTranusi IOTYyYeHHbIX B XO#e
MCCIIeN0BaHSI PE3YIbTaTOB TPeGYeT OCTOPOSKHOCTH.

CYUQT cnenyet nuddepeHIPoBaTh OT JPYTUX BO3MOKHBIX NMPUYNH CUHKOTIAJIbHBIX COCTOSTHUA,
YUUTHIBASI OTHOCUTEJILHO MOJIOJIO BO3paCT OOIbHBIX, TPEXAEe BCEro, OT SMWIENCUM U Ba30-
BarajibHbIX OOMOPOKOB, @ TaKke OT IPYIMX BPOKIEHHBIX SKETYJOUYKOBBIX HApPYyLIIEHUIT pPUTMA
cepaua.

Cunnpom bpyrana

e PeromeH[yeTcsl IJisI TIOCTAHOBKM JuarHosa CMHApoMa bpyrama perucrpaumsi XxapaKTepHBIX
JaHHoMy 3ab6oseBaHuio nsMmenenuit DKI' (Tum A; tab6i. 2, puc. 14) xotst 661 B OJHOM 13 MIPaBbIX
IPYOHBIX OTBEIEHUI MPU PaCIONOKeHUM 7eKTPOJOB B CTAHIAPTHBIX MM BBICOKUX (IO 2-TO
Meskpebephst) MO3UIUSX.[22]

VpoBens yoegurenbHOCTH I (ypoBeHb focTtoBepHOCTH C)

Ta6auua 2. DKI-Tuner Cunapoma bpyraga

U3MmeHeHusn IKI SneBaunsa no  Tuny SneBauuA NO TUNY «CMUHKKU ceana»
«csopa» (Tun 1)
Tvin 2 Tvn 3
SneBauusi ToUKM J =2 MM >2 MM >2 MM
BonHa T OTpuuaTenbHas MonoxutenbHas unn AByxdasHas MonoxutenbHas
KoHeyHass 4yacTb cermeHTa MocTeneHHoe cHMxXeHne dnesauna =1 MM Snesauna <1 Mm
ST

lpumeyarme: 1 mm = 0,1 MB




Puc. 14. OKI'-tunsl Cunapoma Bpyrama. CTpeakamy ykasaHa Touka J. neBaiius 6oee 2 MM.

e V3MeHEHMSI KOHEUHOI 4YacTM JKeTyZOYKOBOIO KOMIUIEKCA, XapaKTepHble [JiT CUHIpOMa
Bpyraga, MOTYT MMeTh Mpexopasiuii xapakrep. [IoaToMy B TeX CJIydyasix, KOTAAa MMeMUmecs
3amnmcu OKT He HecyT B ce6e ITPU3HAKOB, B ITOJIHOI Mepe YK/IaAbIBAIOIIMXCS B AMAarHOCTUYECKIe
KpUTEepUM, HO €CTh OCHOBaHME IpeAIojaraTh Hajuuue CUHApoMa bpyraga, peKoMeHJ0BaHO
MpoBeieHMe IMATHOCTUUECKMX MPOBOKALMOHHBIX JIEKAPCTBEHHBIX MPO6 C MCIIOJMb30BaHMEM
67I0KaTOPOB HATPUEBbIX KAHAJIOB, BBOAVIMBIX BHYTPUBEHHO.[22]

VpoBeHs yoenurensHocTH I (ypoBeHs JocroBepHOCTH C)

KoMmmeHTapuii: ucnons3ylom npogoKayuoHHvle npoldsl C 6HYMPUBEHHBIM 88edeHUeM aliMaluHa (8
doze 1 me/ke; Haubonee uyscmeumesnbHoe U cheyuguuHoe uccnedogaHue; npenapam 8 Poccuu He
3apezucmpuposaH) uau npokauHamuda** (e doze 10 mez/Kz), n0360JAWWUX 8 uAcMU Cly4aes
«OOHAMUMb» NPU3HAKU 3M020 CUHOpoma. Papmakonozuieckue NnpoeoKayuoHHsle npoldsl O0JIHHbL
npoeooumsCcs. ONbIMHLIM MEOUYUHCKUM NepCcoHanom npu moHumopuposaruu SKI' 6GonsHoz0 U
0053amesibHOLl 803MOMHOCMU Op2aHU3AYUU PEeAHUMAYUOHHBIX Meponpusmuil 6 ciyyae UHOYKYUU
ONACHbIX 0715 HUSHU HENYIOUKOBBIX apummuli o0 8USHUEM 8800UMbLX NPeNnapamos.

e PexomeHIyeTCs [Jisi TOCTAHOBKM [MarHo3a cuHApomMa bpyraga peructpauusi Ha OKT
CIIOHTAaHHOV WY MHAYLVPOBAHHOM JIeKapCTBEHHbIMM IIperapaTtamMy sneBanym cermenTa ST 1o
TUITY «CBOZa» (TUI 1) XOTs 6bI B OMHOM M3 MPaBbIX MTPEKOPAMATbHBIX OTBemeHuit (V1-Vy) npu
pacroOKeHUM JIEKTPOLOB B TUIIMYHOM MECTE M/ BBIIIe CTaHAAPTHOM MO3ULIMH, BIUIOTh 10 11
Mexxpebepbe [22].

VpoBeHs yoenurtensHoCcTH I (ypoBeHb ocTtoBepHOCTH C)

e [Ipu BbisBieHMM Ha IDKI' M3MeHeHMI, XapaKTepHbIX AJis1 cMHApoMa bpyraza, peKoMeHI0BaHO
obwrenoBaHMe I7IST UCKITIOUEHUST TTPeXOSIMX TpUInH.[22].

VpoBeHs yoenutensHOCTH I (ypoBeHb JocTtoBepHOCTH C)

KommenTapuit: Cunopom Bpyzada cinedyem ougepeHuuposams om Opyz2ux 6803MOMCHbIX NPUUUH
CUHKONA/IBHBIX COCMOSIHULL, YUUMBIBAsi OTMHOCUMENbHO MO000li 803pacm 60JibHbIX, Npexde 8cezo, om
anunencuu U 6a30-8azanbHbIX 00MOPOK08, a4 makxe om Opyeux BpPOHOEHHBIX XHenyJouKo8blX
HapywieHuti pumma cepoya.

Hpuuunamu «6py2adonodobHsix» usmenernuii IKI' mozym 6bimbo:

1. amunuunas 6oxkada npasoti Hoxku nyuka I'uca;
2. 2unepmpo@us 18020 H#cesyo0ouKa;

3. (heromen panHeti penonspudayuu 1eiyooukos;
4. ocmpolli KOPOHAPHBILE CUHOPOM;

5. aHespu3mMa 716020 i#enyo0ouKa;



6. cmeHoxkapous IpuHymemana;
7. ocmpetli nepuxapoum;
8. zemonepukapo;
9. mpom60oambonus 1€204HOLl apmeputl;
10. paccrhausarowjas anespusma aopmol;
11. sanexmponumHsle HapywieHust (zunepkanuemust, 2UunepKatbyuemus);
12. czunomepmus/zunepmepmusi;
13. apummozenHas ducnnasusi-kapouoMuonamusi Npasozo x#eayoouxa;
14. mexaHuueckas KomMnpeccust 8bIHOCAUIE20 MPAKMA NPAB0o20 Henyoouka (Hanpumep, 0Nyxoib 0P2aHo08
cpedocmeHus);
15. nepedo3uposxka mpuyukauueckux aHmudenpeccamnos;
16. KokauHosass uHmMoKcuKayus;
17. pasnuuHsle 3a601e8aHUs UEHMPATbHOL U 8e2emamueHoli Hep8HOI cucmemsl (Cy0apaxHoudaibHoe
KpOBOU3NUSIHUE; 2eMOppazudeckuil uHcynsm; amakcust @pudpuxa);
18. mbiweurnas ducmpodgus dowena—Bexkkepa.

KaTEXOJIaMI/IHepI'M‘IECKaﬂ IIOJII/IMO]J_(l)Haﬂ JKEJIYAJOUYKOBad TaXmKapaus

¢ PekoMeH[IyeTcs poBefieHNe MPo6bI C JO3MPOBAHHOI (1M3MUeCcKOii HATPy3KOii [JIsl TOCTaHOBKM
JIMarHosa 3aboneBaHus.[22].

VpoBeHns yoenurensHOCTH I (ypoBeHb focTtoBepHOCTH C)

KommenTapwmii: [IposedeHue Hazpy3ouHoli npobsl Ha mpedmujie UAU 6eJ103p2oMempe Nno380Ji1em
UHOYYUPOBAME NAPOKCU3M NOJUMOPGHOTL H#ey0ouKos8oli maxukapouu y MHozux 60asHbIX. ITpu 3mom
XapakmepHo Nosi8eHuUe U NoCmeneHHoe, N0 Mepe HapacmaHusk HazpysKu, yeeauueHue i#eayooukosot
IKMonuyeckoli akmueHocmu 6naomes 00 UHOYKYuu ycmotiuugozo napoxcusma XKXT unu cepuu
«npobexcek» JKT. B HEKOMOpPbvIX Cyuasx npu HeB03MOXCHOCMU NnposedeHus npobbul ¢ (usuueckol
Hazpys3Koli npumeHsilom (papmakosiozuleckue NpPoeoKaAyuoHHvle npobsl ¢ AOPEHANUHOM  ULU
usonpomepeHonom. BonvHeim kamexonoamuHepeuueckoli nonumopgroti KT xapakmepHa makie
UHOYKYUSL CYynpaseHmMpukyasipHulX apummuil Ha ¢oHe axmusayuu adpeHepeuueckux 6JusHuUll.
HccnedosaHrue 0oniHO npo8ooumcsi OnvlmHoIM MeOUYUHCKUM NePCOHANoOM, hpu 00CMynHocmu
OCHawjeHus 011 0PeaHU3aAYUU PeAHUMAYUOHHBIX MepONpusmudi.

¢ PekoMmeH0BaHO MOoHUTOpUpoBaHue KT 11t Bepudukanyum quarHosa.[22].
VYpoBenb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

KommenTapwmit: BaxcHylo ponb 8 OudzHocmuke 3a60ne6anus Mmoxcem uzpamos OIumensHoe
monumopuposarue OKI' ¢ NOMOWpI0 NEPeHOCHbIX YCMPOLCME U UMNIAHMUPYEMbIX NENJIedblX
peaucmpamopos.

e PekOMeHJO0BAaHO IIpM YCTAaHOBKE OMAarHo3a yuuThiBaTb ykopoueHuss uHrepBasa QT Ha JKI. B
HacTosilee BpeMs AMarHoCTUYeCK 3HaUMMOI cumuTaeTcst npono/mkurenbHocTb QTc €340 mc.

Vposens yoenurenbHocTH I (ypoBeHs nmoctoBepHocTu C)

e PexkomenpoBaHo ycraHoBieHue nyarHo3 CYUQT npu npopomkurenbHocty QTc <360 Mc B Tex
ClyyasiX, KOrga BbISIBIeHA TeHeTuueckass MyTauusi, U/WiM CeMelHbI/i aHaMHe3 OTSTrOIleH
cnyyassvmu BCC, m/minm cuHApoM yKopoyeHHOro uMHTepBana QT ycTaHOB/IEH Yy POACTBEHHUKOB
GOJIBHOTO, a TaK)Ke Y TeX JIUII, KoTopble repexkuin BCC mpu OTCYTCTBUM Y HUX OPraHUYECKOTO
nopaxeHus cepaua.[22].

VpoBens yoenurensHocTH Ila (ypoBeHb JocToBepHOCTH C)

ApI/ITMOI'eHHaH AUCIIIa3USA-KapauoOMHUOIIATHSA IIPABOro XeJayaouyKa

e PexkoMmeHpmyeTcss mpu ropmo3penuu AJIIDK B KOMIUIEKC MHCTPYMEHTAJIbHOTO OOCTIemOBaHMS
nauyeHToB  BkiaouaTh peructpauuio  IOKI, XosntepoBckoe MoHuUTOpupoBaHue  IKIT,
axokapauorpadmio 1 MPT cepaiia.

VpoBeHns yoenutenbHOCTH I (ypoBeHb JocTtoBepHOCTH C)



KommenTapuit: /Ina nocmanosku ouazvo3a AAIDK Heo6xo0umo Hanuuue 2-X 60nslUUX Kpumepues
unu 1-20 6016UI020 U 2-X MAIBIX KpumMepues unu 4-x mansix kpumepues (cm. npunoxcetue I'l).

Puc. 15. OKT 6onpHoro AIIDK. OTpuiiatenbHbie 3y01bl T B MPeKOPAMATbHBIX OTBeIeHUSIX V1—Vs.
CTpenkaMy yKa3aHbl STICUIOH-BOTHBI.

2.6. uag nuarHocTuKa

BuyTpucepaeunoe anekTpoGhusnoaornyeckoe uccaesoBaHme

o TlaiMeHTaM, MMEIOUMM XapaKTepHble KIMHUUYECKMe TIPOSBIeHMs,, HO He umeromine OKT,
3aperuCcTPUPOBAHHBIX BO BPeMsI IIPUCTYIIOB, @ TAKKE B CIyUYasX, KOTIA JMarHo3 He MOXKET 6bITh
OIHO3HAYHO IOCTaB/IeH Ha ocHoBaHuM DK, 3aperucTpupoBaHHO BO BpeMs ITapoKCcKU3Ma, st
unaykiyu JKT u Bepudukaimum guarHo3a MOKeT TpeOGoBaThCsl IIPOBeIeHNe BHYTPUCEPAEUHOTO
DO [5].

VpoBeHb yoeauTeabHOCTH I (YypOBEHb OCTOBEPHOCTH A)

e Buyrpucepmeunoe I®PU peKoMeHIYeTCs OJIsS AMArHOCTUMYECKOro 06CaemOBaHMS IMAIlMEeHTOB C
UBC, mepeHecmux WMHMAPKT MMOKApAA M MMEIOMIUX CUMIITOMbBI, BKIIOYAsl YydyalleHHOe
cepaieduenne, mpesoOMOpPOUHbIE COCTOSIHMUSI M OOMOPOKM, ITO3BOJISIONIME IIPEAIIONOKUTh
HaJIM4ye KeJyI0YKOBBIX TaXUapUTMUIA. [5].

VYpoBeHb yoenuTeabHOCTU I (ypoBeHb JOCTOBEPHOCTH B)

e BuyTpucepgeunoe IOV pekoMeHAyeTCs TPpU Kaaob6ax Ha OOGMOPOKM ¥ IMPU TOFO3PEHMM Ha
OpagviapUTMUIO WIM TaxMapuTMUIO, C YYETOM CHMITOMATHMKY (HapuMep, YydyalleHHOe
cepate6MeHre) WIM Pe3yIbTaTOB HEMHBA3MBHOTO 06C/IeI0BaHNMsI, 0COOEHHO /IS MAaleHTOB CO
CTPYKTYPHOII TIaTONMOTMel cepata. [5].

VpoBens yoenutenbHocTH I (ypoBeHs gocToBepHOcTH C)

e Buytpucepmeunoe DDV MoxkeT ObITh PEKOMEHIOBAHO Iyisi crpatudukanuu pucka BCC vy
GOMBHBIX CMHIAPOMOM bpyrama, oqHAKO MHTEpIpeTalusl pe3y/lbTaTOB MCCIeOBaHUS TpedyeT
OCTOPOXKHOCTMU.[5]

VYpoBensb yoenutensHocTu IIb (ypoBeHs mocroBepHoctu C)

Kommenrapwuit: Omcymcmeue uHdykyuu KT unu DX 6 xode uccnedo8aHus ykaswléaem Ha
Onazonpusimuslli NpozHO3, 00HAKO npoecHocmuueckas 3Hauumocme uHoykyuu XKT unu DX 6
Hacmosiujee 8pemsi He onpedesieHd.

e Buyrpucepmeunoe DU MoxkeT ObITh PEKOMEHIOBAaHO Iy crpatudukanmu pucka BCC vy
6onbHbIX AKIDK, onHaKko MHTepIipeTanysi pe3yabTaToB MCCaeI0BaHusl TpebyeT OCTOPOKHOCTM.

(5]

VpoBens yoenurensHoctu IIb (ypoBeHs gocroBepHoctu C)



KommenTapuit: Huoykyus KT 8 xode uccnedosaHust yKasviéaem HA HeOIaAz0NpUsSMHbIL NPOZHO3
3abonesanus, 00HAKO NpozHOCMUYecKass 3Hauumocms omcymcmeust uHoykyuu KT 8 Hacmosiujee
8pems. He onpedesieHd.

e Buyrpucepmeunoe IPU He pekoMeHayeTcs st crpatudmkanyy pucka BCC y 6ompHbx CYUQT.

[5]
Vposens yoenurensHocTu III (ypoBeHs mocTroBepHocTH C)

e Buyrpucepmeunoe OOU mnpu KartexonmamuHepruueckoit momumopdHoit KT  06br4HO
HerHGOPMATUBHO U He PEKOMEHJOBAHO 1yist cTpatudukanmu prucka BCC.[5]

VYpoBens yoenutenbHocTu III (ypoBeHb gocTtoBepHOCTH C)

e Buytpucepmeunoe I®PU He pekomeHayercs s crpatudukamyyu pucka BCC y 6GOMbHBIX
CMHIPOMOM yKopoueHHOro uHTepBaia QT.[5]

VpoBeHs yoegurtensHocTu I1I (ypoBeHb gocTroBepHOCTH C)
JaurenbHoe moHUTOpUpoBanue KT

e B ciyuae, eciu B xo[e BHyTpucepaeuHoro IOV mapokcu3MaibHble HaPyLUIEHMsT PUTMA Cepala
He MHAYLIMPOBAHBbI, HO ITPM 3TOM BEPOATHOCTb TOT'O, UYTO CMMIITOMBI OGYCHOBHeHbI APUTMUIMU
BBICOKA, 11€1eC000Pa3HO MPOIO/IKE e IINTENTbHOr0 MOHMTOpUpoBanus KT wiu npumeHeHne
KT-peructparopa coObITHIA. [5].

VpoBeHb yoequTenbHOCTH I (YypOBEHb OCTOBEPHOCTH B)

e PekOMEHYeTCsl MCIIONb30BaTh MMIUIAHTUPYEMBIi IETJIEBOI PErucTpaTop, ecay CUMIITOMBI,
HaIpumMep, 06MOPOKMU, SIBJISIIOTCST CIIOPAAIECKMMM U MOTYT OBITH CBSI3aHbI C apUTMMEN, U, eCin
He YIaeTCsl ONPele/INTh TaKyI0 CBS3b C TOMOIIbI0 OOBIYHBIX METOAOB AMATHOCTUKI. [5].

VpoBensb yoenuteabHoOCcTH I (ypoBeHb JocTOBepHOCTH B)

WuBasuBHasa KopoHaporpadus

e lHBa3mBHAsT KOpoHaporpadus peKOMEeHIYeTCs [Jis TOATBEePKIEeHWUS VIIM WCKITIOUeHUS
3HAQUMMOTO CTEHO3MPOBAaHMSI KOPOHAPHBIX apTepuii y IAalMEeHTOB C YIPOXKAIIMMU XU3HU
SKeTYAOUYKOBBIMU apUTMUSIMM UM Y I[EepeXMBIIMX OCTAaHOBKY Cephla, KOTOpble, C Y4E€TOM
BO3pacTa M CUMIITOMAaTUKY, MMeIoT BeposiTHOCTh UBC. [5].

VYpoBenb yoenutenbHocTH Ila (YypoBeHb gocTtoBepHOCTH C)

PeHTreHOKOHTPACTHAs BEeHTPUKYyJAorpadusa v 6uoncus Mmuokapaa

¢ PeHTreHOKOHTpACTHAasi BEHTPUKyJOTpabus C OMOICKMeli MMOKapAa IPaBOrO KeTymodyKa
pekoMeHyeTcs it auarHoctuku AIIIDK B ciyuae, eciv AMArHo3 He MOXET ObITh MOCTaBJIEH/
MCKJTIOUEH Ha OCHOBAHWY PE3Y/IbTATOB JPYTMX HEMHBA3VBHbIX CCIIENOBAHMIA.

VYpoBenb yoenutenbHocTH Ila (YypoBeHb goctoBepHocTy C)

MeToabl MOIEKYAIPHO-TeHETUYECKOM JUATHOCTUKU

e [IpoBemeHMe KOMILIEKCHOTO TeHETMYECKOTO aHaiM3a Ha BBISIBIEHME BO3MOXKHBIX MyTaluii B
reHax KCNQ1 KCNH2 n SCN5A (CYUQT 1, 2 u 3-ro TUIIOB — Haubosiee pacripoCTpaHEHHbIE
dbopmbl 3a6oeBaHNS) PEKOMEH/IOBAHO BCEM OOJIBHBIM, MMEIONIMM KIMHUYECKYE TTPOSBIEHUS
CYUQT, oOTArouméHHblii  ceMeliHbIii  aHamMHe3 U  ymjuHeHue  uHTepBasa  QTc,
3aperucrpupoBaHHoe Ha OKI' B IOKoe WiIM T1puU IPOBeJEeHUM IPOBOKALVOHHBIX
IVATHOCTMUECKUX Ip0o0, a Takke BCeM TMallMeHTaM, He MMeWIIuM XapakrepHbix CYMQT
CcUMIITOMOB, Ipu peructparnuy Ha IKT yommHerus murepsana QTc >500 Mc mpu OTCYTCTBUMU
JIPYTMX BO3MOXKHBIX MPUYMH yaauHeHust uHTepBana QT. [16].

VpoBeHb yoeauTenbHOCTH I (ypoBeHb OCTOBEPHOCTH B)

KommenTapuit: Menmodsi MONEKYAPHO-2eHeMUUeckoll duazHOCmuKkU umerm 060/blioe 3HaAueHUe 8
Jduazrocmuxe CYHUQT u onpedeneHuu npozHo3a 6onbHblx. IIpu nposedeHuu KOMNIAEKCHbIX
2eHeMUYECKUX aHAIU308 Mymayuu yoaémcs 00Hapy#ums npubnu3uUmensHo y 75% 001bHbIX, N03IMOMY



ompuuameﬂbelﬁ pe3yjiemam 2eHemu4eCKk0o20 dHaiu3d He n0380J151em NoJIHOCMbH UCK/IIDUUMb 6ua2Ho3
CYHOQT.

¢ [IpoBemeHMe KOMILIEKCHOTO F€HETMYECKOTO aHajaM3a Ha BBbISIBJIEHME BO3MOXXHBIX MyTaluil B
renax KCNQI KCNH2 n SCN5A peKOMEHIOBaHO IalyeHTaM, He MMEKIINX XapaKTepPHBIX
CYUQT cumnromos, nipu peructpauynu Ha IKI' ygnuHenHmsi mHTepBania QTc >480 mc mpm
OTCYTCTBMUM IPYTUX BO3MOKHBIX [IPUUMH yayIMHeHMs uHTepBana QT. [16].

Vposens yoenurenbHocTH Ila (ypoBeHb JOCTOBEpHOCTH B)

e B wryuae o6HapyxeHus y 6oapHOor0 CYVQT reHeTnveckoii MyTaluu MMpoBefeHne CKPUHMHTA,
HalpaBJIeHHOTO Ha BBbISIBJIEHME JTOM  MyTaluMM, pPEKOMEHJOBAaHO BceM  OIM3KUM
pPOOCTBEHHMKAM, Jake IMPU OTCYTCTBUM Y HUX XapPaKTE€PHBIX 3TOMY 3360]16B8.HI/IIO KIIMHNYEeCKUX
nposiBnennii u usmeHenusi OKI. [16].

VpoBeHns yoenurensHocTu Ila (ypoBeHB JOoCTOBEpHOCTH B)

e MeTOnbl MOJIEKYISIDHO-T€HeTUYECKON NMarHOCTUKM Takoke PeKOMEHJIOBAHbI JJIsl AMAarHOCTUKN
cuHgpoMa bpyrama, oqHaKo reHeTHMYecKkue MyTaluu Y OONbHBIX YHAETCS OOHAPYKUTD JIUIIh
mpubnu3uTeabHo B 30% crydaeB (TeH OCHOBHOJ CyObeIVHMIIBI HATPUEBBIX KaHaIoB SCN5A),
II05TOMY OTPMLIATENbHBIM pe3ylbTaT T[eHEeTMYEeCKOrO0 aHa/u3a He II03BOJISIeT IIOJIHOCTBIO
VCKJIIOYUTD IMarHo3 cuHapoma bpyrazna.

Vposens yoenurenbHocTH I (ypoBeHs moctoBepHocTy C)

¢ B ciyuae o6HapykeHUs y 607IbHOTO CMHAPOMOM Bpyrazia reHeTHYeCcKoii MyTaluy IpoBeieHe
CKPMHMHTA, HAIllpaBJe€HHOTO Ha BBISIBIEHME 3TO¥ MyTalyu, PEKOMEHIOBAaHO BCEM OJIM3KUM
POICTBEHHMKAM, Jaske P OTCYTCTBUM Y HUX XapaKTEPHBIX 3TOMY 3a060€BaHUIO0 M3MEeHeHMI
OKT. TIpoBemeHMe MOJIEKYASIPHO-TEHETUUECKUX MUCCIeNOBaHMii mauiaM, umewmum IKI-
U3MeHeHUs 2 U 3 TUIIOB, TIPU OTCYTCTBUM Y HUX KIMHUUECKUX MTPOSIBJIeHMIT cuHApoMa Bpyraga
u oTsromieéHHoro mo BCC cemeiiHOTO aHaMHe3a B HACTOsIlIlee BpeMsl He peKOMeHI0BaHO.

VpoBens yoegurenbHOCTH I (ypoBeHb JocTtoBepHOCTH C)

e AHanu3pl Ha OOHapykeHne myTtauuii B reHax RyR2 u CASQ2 pekoMeHAOBaHbI BCEM OOTbHBIM
KaTexoimamMuHepruueckoii monmumopduoit KT wu mamueHTaM, KJIMHUYECKUE TPOSBIEHUS
KOTOPBIX C GOJIBIION BEPOSITHOCTHIO MOTYT OBITh OOYCJIOBIEHBI 3TUM 3a60/IeBaHNEM, OCOOEHHO
py  OTSTOIEHHOM CeMeiiHOM aHaMHe3e. B «ryyae o6HapyxeHuss y 6OapHOrO
MMATOTHOMOHUYHOJ TeHEeTMUeCKOil MyTaluy ITIpoBefeHNe CKPMHMHIA, HAIpaB/IeHHOTO Ha
BbISIBJIEHVE 3TOM MyTaluy, PEeKOMEHIOBAHO BCeM OJM3KMM DPOACTBEHHMKAM, [aXe IpU
OTCYTCTBUM Y HUX KIMHUYECKUX TTPOSIBJIEHNI 3a60/1eBaHMsI.

VpoBeHs yoenutensHOCTH I (ypoBeHb JocTtoBepHOCTH C)

e [IpoBemeHMe KOMIUIEKCHOTO MOJIEKY/ISIPHO-TEHEeTUYEeCKOTO CKPUHMHTA (BbISIBIIEHMe Haumbosee
yacTbiXx MyTauuii B reHax KCNH2, KCNQI u KCNJ2) MoXeT ObITb PEKOMEHIOBAHO OOIbHBIM
CUMHIPOMOM YKOpO4YeHHOro uHrepsana QT.

Vposens yoenurenbHoctu IIb (ypoBens mocroBepHocTH C)

KommeHTapuii: ciedyem yuumsl8ames HU3KYH UYBCMBUMEIbHOCMb Memodo8 6 OuazHOCmuKe
3a6o0n1e8aHusl.

e B cnyuae oOHapykeHUSI y OOJIBHOTO CHHAPOMOM YKOpOueHHOTo wuHTepBasa QT
MMaTOTHOMOHMYHOI TEeHEeTUYeCKOl MyTaluy TpOBeleHue CKPUHUHTA, HAIMPaBJI€HHOTO Ha
BBISIBJIEHVME 3TOW MyTaluy, PEKOMEHAOBAHO BCeM OIM3KMM PpOJACTBEHHMKAM, [axke MpU
OTCYTCTBUM Y HUX KIIMHUYECKUX TTPOSIBIIEHMIT 3a60/1eBaHMs.

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

¢ TIpoBemeHVe KOMIIEKCHOTO WJIN 11eJIeBOTO TeHEeTMUYECKOTO CKPMHIHTA Ha BhIsBIIeHME Haubosee
yacTeix MyTauuii B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 peKOMeHAOBAaHO BCEM
6onbHBIM C BepuduIMpoBaHHBIM AuarHosom AJIIDK. B ciyuae oGHapyskeHust y 6GOJBHOTO
MMaTOTHOMOHMYHOI TeHeTHYeCKOil MyTaluu IpOoBeleHue CKPUHMHIA, HAIMPaBIeHHOTO Ha
BBISIBIEHNME 3TOW MyTalMy, PEeKOMEHAOBAHO BCceM OIM3KMM PpOJACTBEHHMKAM, [axe IMpU
OTCYTCTBUM Y HUX KIIMHUYECKUX TTPOSIBIIEHNIT 3a601eBaHMsI.



VpoBeHs yoenurensHoOCcTH I (ypoBeHb ocToBepHOCTH C)

¢ TIpoBefeHVe KOMIIEKCHOTO WJIM 11eJIEBOTO TeHETMYECKOTO CKPYHIMHTA Ha BhIsBIIEHME Haubosee
yacTeix myTaumii B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 peKOMeHAOBAaHO Mpu
nomo3spenun Ha AJIIDK, korma [OaHHbIe KIMHUYECKOVW KapTMHBI M Pe3yabTaTbl APYTUX
MUCCIeNOBaHMII He TO3BOJSIOT OSHO3HAYHO IOCTaBUTh NOMATHO3 (HaIuM4ue TOAbBKO OFHOTO
6OJTBIIIOTO MY TOTBKO ABYX MaJIbIX AUATHOCTUYECKUX KPUTEPUEB).

Vposens yoenurenbHocTH Ila (ypoBeHb gJocToBepHOCTH C)

o [IpoBemeHMe KOMILIEKCHOTO WM 11€IeBOT0 TeHEeTUUECKOI0 CKPUHIMHTA Ha BhISBIeHNe Haubolee
yacTeix MyTtauuii B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He peKOMEeHAOBAaHO MpuU
HU3KOoi BeposiTHOCTU AJITDK (Hasmmume TObKO OAHOTO MaJIOTO AMArHOCTUUYECKOTO KpUTepus).

VpoBeHs yoenurensHocTH I (ypoBeHs mocroBepHOCTH C)



3. Jleuenue

3.1. XenynouykoBasi 3KCTPACUCTONNS ¥ HAPACUCTOIUS

e VcTpaHeHMe >KeJyIOYKOBOM SKCTPACUCTOMMM Y IMalMeHTOB 0e3 OpPraHMYeCcKOro IOpaskeHusI
cepAlia peKOMeH/I0BAHO TOJIbKO TIpY HAIUUMM BbIpaKeHHbIX KIMHUYECKUX MPOSIBIEHUIT WU B
cryyae, eciii 4acTast 9KCTPaCUCTOMNS BbI3bIBAET UIATAIIMIO TIONOCTeN cepaua. [5].

VpoBens yoenutenbHOCTH I (ypoBeHb JocToBepHOCTH C)

KommeHTapuii: YcmpaneHue #enyo0oukosoli IKCmpacucmoauu unu xeayooukogoli napacucmosnuu
pedko gvicmynaem 6 Kauecmee CAMOCMOSIMeNbHOl KauHuueckoll 3adauu. Taxkas 3adaua Mmoxicem
803HUKAMb 6 Clyuasx oueHv uacmot K3, ycmotiuueo pezucmpupyrujetics Ha NpomsiHeHuu
OnumesbH020 8pemeHu (Mecaysl, 2006l). Kaxk ykaswl8anoce, eviuie, npu 1#eayo0oukosoli IKcmpacucmonuu
pe3Ko Hapyulaemcs nocued08amenbHOCMb JIEKMPULECK020 8030YHOEHUS H#eny00uKos, Umo ejieuem 3d
co6oli coomeemcmaywujue HapyuleHus: HOpMaisHol nociedosamenysHOCMu cokpaweHus cepdyd. dmo
sleJleHUue NONYYus0 HA38AHUE MexaHuueckoli OuCCUHXpoHuu. Yem OGonvwie NpoOOSHUMENbHOCMb
Henyo0ouKko8ozo dKkmonuueckozo komniekca QRS Ha IKI, mem Gonsuie cmeneHy 8ulpasceHHOCMU
MeXaHUuecKoli OUCCUHXPOHUU, U YeM 6OJblUle MAKUX «OUCCUHXPOHUUHBIX» YOapos cepdud, mem evluie
8epPOSIMHOCMb PA3BUMUSL, CO 8PEMEHEM, 8MOPUUHOL dunamayuu cepoyda co CHuxeHueM noxkasamenetl
€20 HACOCHOUI pabomsl u pazeumuem cepdeuHoli HedocmamouHocmu. Takas nociedosamenbHOCMb
passumus cobsimuti nood deticmauem uacmoti K3 moxcem HepeoKo HAON0OAMbC 8 MOM uucje u 'y Juy,
He UMeWux U3HAYANbHO KAUHUYECKUX NPU3HAK08 Op2aHuueckozo 3abonesanus cepoua. ns
KonuuecmeeHHoli oyeHku KO npumensiemcs nokazamesv, o003Hauaemolli kak «Opems XK3I». OHO
onpedensiemcs. NPOYEHMOM MHesy0ouK08slX IKMONUUECKUX COKpawjeHuii om obujezo Koauyecmed
yoapoe cepdya, 3apezucmpupos8anHozo 3a cymku ¢ nomouivio XM IKI. Cuumaemcs, umo 8eposimHoCcmsb
paszeumus: 8mopuuHol dunamayuu nonocmeti cepdya 0080bHO 8bICOKA, eciu Opems XKD npesviuuaem
25%, 0cobeHHO 8 mex Cayuasx, Koz0a NpoOONHUMENbHOCMb 3IKmonuueckux Komnuaekcos QRS
cocmaensiem 150 mc u 6onee. Ycmpanenue JKO 8 maxux cayuasx chocoOHO npedynpedums 3mo
s8J1eHUe.

e He pexkomMeHIoBaHO Ha3HaueHMe aHTMAPUTMMYECKUX IIpenapaToB WaM IipoBeneHue PUA
607bHBIM € YacToil JKD, He MMEIONMM KIMHMYECKMX MPOSBIAEHMUI U IPU3HAKOB BTOPUUHOI
JIMIaTalMy rosocTeii cepata.[5].

VpoBeHns yoegurtensHoctu I1I (ypoBeHb gocroBepHOCTH C)

3.1.1. KoHCcepBaTUBHOE 1eYyeHue

e B xauectBe 3((PeKTMBHBIX CPEACTB MeIMKAMEHTO3HOTO MPOTMBOAPUTMUYECKOTO JIEUEHUS Y
60mbHBIX JKO 6e3 CTpyKTYpHOTO 3abojeBaHMs CepAlla PeKOMEeHIOBaHbI Ipernapatsl | (pexme
Bcero IC) ximacca n npemnaparsl 111 kiacca, 3a MCKIIOUeHeM IpOHeapoHa (CM. IpuioxkeHue I'2).

[5].
VYpoBeHb yoenuTenbHoCTU I (ypoBeHb mocToBepHOCTHU C)

KommeHnTapuii: Yuumosi8as 6bicoKuli puck nobouHslx 3hhekmos npu OnumensHOM UCNOJb308AHUU
amuodapoHa™*, HasHaueHue OaHHO20 npenapama OO0JIHHO OCYWeCmensmsCs MmMoasko npu
HeapexmueHoCMU Opy2ux AHMUAPUMMUUECKUX NPeNnapamos 8 ciyude, eciu oxudaemas nojiv3da om
nodasnenus JK3 npesoiuiaem puck nobouHwix 3¢hgpexmos neueHusl.

e [IpuMmeHeHMe aHTMApUTMMUeckuX TpernapaToB IA u IC KIaccoB y GONBHBIX CO CTPYKTYPHBIM
3aboeBaHueM cepAla He PeKOMEH0BaHO (ITPOTUBOIOKAa3aHo). [1, 4-5].

VpoBens yoenurensHocTu 111 (ypoBeHb JOCTOBepHOCTHU A)

Kommenrapum: I[locne nepeHeceHHo20 uH(papkma Muoxkapda 3HAYUMENbHO 803pacmaem
8eposiMHOCMb apummozeHHoz0 deticmaust npenapamog I knacca, umo 671emcst 0CHOBHOL NPUUUHOL
CyulecmeeHH0z20 603pacmaHus pucka 6He3anHol apummuuecKkoll cmepmu, npu ux UcnosbL308aHuu y
daHHoli kamezopuu 6GoneHblX. [0 3moli npuuuHe y 6OJIbHBIX, NEPEXUBWIUX UHPApKmM muokapoa c
3apezucmpuposanHoti Ha OKI JK3 u dpyeumu ¢opmamu cepdeuHvix apummuti, npenapamst I knacca
00MHcHBL ~ OblMb  UCK/IIOYEHbl U3 KIUHUYECK020  npumeHeHus. Takue e  0zpaHuueHus



PACNpOCMpaHaAwmMcs U Ha NAYUeHmos ¢ opyzumu gopmamu cepdeuHoli namosiozuu, NPUOOAUUMU K
Junamayuu noJiocmu U CHUMCEHUN (Qpakyuu eslbpoca Jiesozo xceayoouka (no davHsim IXO KI),
2unepmpoguu muokapda neeozo xcenyoouka (1,5 cm u 6onee, no danusim BXO KI), a makie K
nposieneHUsIM XpoHuueckoli cepdeuHoli HedocmamouHocmu. Haubonee onacHo npumeHeHue y 3mux
kamezopuii 6os1vHbIx npenapamos IC knacca. Bom nouemy y 60JibHbIX CO CIMPYKMYpPHbIM 3a601e6aHUEM
cepdya pekoMeHO08AHO NpuMeHeHUe MOJIbKO aHmuapummuueckux npenapamos III  knacca
(amuodapoHa™* u comanona**), npu amom y nayueHmos ¢ cepdeuHoli HedoCMmamouHoCmoio,
€0UHCIBEHHBIM PEKOMEHOOBAHHbIM K NPUMEHEHUI0 npenapamom (nomumo fS-adpeHo0aoKamopos)
26871€Mmcst amMuooapoH **,

e V nauyeHtoB ¢ UBC B uensix nomaBieHUs )Ke.TIy,U,OLIKOBOI‘/JI SKCTPpaCcuCTO/IMM PEeKOMEHOO0BaHO

MCII0/Ib30BaHMe B-apeHo6I0KaTOPOB, COTANONA™*™ Ml aMuomapoHa™™,
VpoBeHs yoenurensHOCTH I (ypoBeHb octoBepHOCTH C)

o [laumeHTaMm, mepeHecmnM MHGAPKT MMUOKApIa, MMeIoIMM cHIsKeHHYI0 @BJDK 1 wacTyio XK3, B
LIeJISTX KOHTPOJISI CMMIITOMOB MOXXeT ObITh PEeKOMEHJOBAaHO Ha3HAaueHMe aMuomapoHa™™, HO
TOJIBKO B CTy4ae BbIPa’KEHHBIX KIMHUYECKUX MPOosiBIeHMit YK, MOCKOIbKY MOCTOSIHHBIV TTPUEM
TperiapaTta COMPOBOXKIAETCSI BLICOKMM PUCKOM Pa3BUTHSI TOOGOUHBIX 3(pdheKToB. [5]

Vposens yoenurenbHocTu IIb (ypoBeHb gocTroBepHoCcTHU B)

Kommenrapwuii: Credyem yuumsieams, umo nodasnexue JK3 npu amom He oKdA3vleaem AUSHUS HA
Npo2zHO3 3a00/1€8aAHUS, d MOJILKO UL YAYUIUAeI KAYecmeo HU3HU.

3.1.2. Xupyprudeckoe jedyeHue

e PamumouactoTHas KaTteTepHast abmaius (PYA) MCTOYHMKA SKTOMMYECKON aKTUBHOCTU IIpU
gacroit K3 wm/mim KT wu3 BBIBOOHOTO TpaKTa I[IPaBOro >KelyLodykKa (XapakTepHble
aneKTpokapauorpadmyeckue IposiBeHNs) peKOMeH0BaHa B clydyae, eI HapyIIeHMUs PUTMA
cepila CONPOBOXKIAIOTCS KIMHUYECKUMM TIPOSBIEHMSIMM W/WIM BTOPUUHON AuIaTaLyen
rosocTeil ceppua, npu HedDHeKTUBHOCTM MeOMKaKMEHTO3HOV Tepanmu mperapatamu IC
KJ1acca MM Kak aJlbTepHaTUBHbI MeToz, jedeHus. [5].

VpoBeHs yoenuTensHOCTH I (YypOBEHB 1OCTOBEPHOCTH B)

Kommenrapuu: MoHomonHas K3 moxcem Obvlms ycmpaHeHa nocpedcmeom PYA ucmouHuka
akmonuueckoli akmusHocmu. Cnedyem noduepkHymo, 4mo OaHHOe BMeulamenbCneom seJisemcs
IHO0BACKYISIPHBIM 8MEWAmMensCmeom, He mpebyrwum xupypeuieckozo docmyna u (8 nooassiouem
60JIbIWUHCMEE CIyuaes) aHeCme3uon02uueckoz0 nocoousl.

e PYA MCTOYHMKA IKTOMMUECKON aKTMBHOCTM mpu uactoii KO n/mnu XXT npyroii jokanmsanmum
peKOMeH[I0BaHO B ciyvyae Hed(hdeKTMBHOCTY aHTMApUTMMUECKOi Tepammu mpemnapatamu 1C
KJIacca (MMeeTCs OIBIT IPMEMa XOTs ObI OTHOTO Iperapara B aieKBAaTHOI TepareBTUYeCKO
[I03e) Wi B CJIyyae, eCcyiv TAIMeHT sKeiaeT 136eXaTh HeoOXOAMMOCTY TTOCTOSTHHOTO TpUEMa
JIeKapCTBEHHBIX MTPernaparTos. [5].

Vposens yoenurenbHocTH Ila (ypoBeHb JOCTOBEpHOCTH B)
¢ [IpoBepenue PUA npu nonuromnHoit XKD He peKOMeHJ0BaHO.[5].

VYpoBensb yoenutensHocTH III (YpoBeHb gocroBepHocTH C)

3.2. JXenygoukoBas TaxmuKapaus

e IIpu ®XK wmam KT 6e3 Iyabca KIIOYEBBIM 3JEMEHTOM peaHuMaium (T.e., OJHO3HAUYHO
pPEeKOMEH[IOBaHAa) SIBJISIETCSI JKCTPEHHas 3eKTpuueckast Aeduopuuisius C TIpUMeHeHVeM
sHeprum paspsaa 150-360 x.[5].

VpoBens yoenutebHOCTH I (ypoBeHb JocToBepHOCTH C)

e [lpy He3bdEKTUBHOCTU TPEX PA3PSOOB Iiepel, MpPUMEHEHMEM CIeAyIIMUX PaspsioB
PEKOMEH/IyeTCsI BHYTPMBEHHOE OOJIIOCHOe BBeleHMue amuomapoHa** B mosze 300 mr. MeHee
3¢hdeKTUBHO B 3TUX CIyvasix puMeHeHue aumokanHa™* (100-200 Mr BHYTpUBEHHO). BBemeHmne
MpernaparoB MPON3BOAUTCS Ha (hOHe HelpepbIBHOIO HAPY)KHOTO Maccaxa cepaua.[5].



VpoBeHs yoenurensHocTH I (ypoBeHb ocTtoBepHOCTH C)

KommeHnTapwmii: B ciyuae 80CCMaH08/ieHUs CUHYC08020 pummd, npu Heo0xo0umocmu moxem 0blimb
Hauama NOCMOSHHAsL BHYMPUBEHHAS UHDY3USL Npenapamos.

3.2.1. KoHCcepBaTUBHOE JIeYyeHue

e V GOJNIbHBIX C YCTOIUMBBIMU TapokcudMamu KT 6e3 cepbe3HbIX HapylIeHWi reMOAVHAMMUKA
MIPY OTCYTCTBUM CTPYKTYPHOI MaTONIOTUM Ceplia (Hampumep, Mauonatmnyeckas Taxukapaus 3
BBIBOJHOTO TPAaKTa IMPAaBOr0 KeTygouka, GacuyKyIspHas JeBOXKeTyLOYKOBasl TaXUKapous U
IIp.), MOKET GbITh PEKOMEHI0BaHO BHYTPMBEHHOE BBeIeHNe MpoKauHaMmuaa™* mumokauHa™*, B-
anpeH00I0KaTOPOB, Bepanammia™*, rpudocageHnua mm ammogapona™*.[5].

Vposens yoenurensHocTu IIb (ypoBeHs gocroBepHoctu C)

KommenTapum: Bei6op aHmuapummuueckozo npenapama O00J#eH O0CyWecmeasmecss ¢ Yuémom
xapakmepHolx 0nst pasHelx gopm KT usmenernuti DKI. BeedeHue aHmuapummuueckux npenapamos
OO/IHCHO OCYWeCmensmsCsi Monbko 6 Yci08usix O0KA UHMEHCUBHOL mepanuu 6 c8s3U € PUCKOM
nobouHslx  3(ekmos  (Hanpumep, apmepuaibHOli  2UNOMeEH3UU, KOIanca).  Bo3moxcHoL
anbmepHamueoli s161semcs. nposedeHue INeKmpuueckoli Kapouosepcuu nod KOPOMKUM HAPKO30M.

= [Ipu napokcusmanvHoli moHomopgmuoii KT HaubGonee 3IPdexmusHbIMU  A67810MCS
anmuapummuueckue npenapama I u III knaccos, u Kak cpedcmea Kynupo8aHusi NapoKcu3mos npu
6HYMPUBEHHOM NPUMEHeHUU, U Kak cpedcmea npedynpexcdeHus: ux NO8MoOpHO20 pazeumus, npu
pezynapHoM ONUmebHoM npueme 8Hymps (cm. maobn. 4). Ilpu smom cnedyem cmpozo cobardams
oOepaHuueHuss no 0e3onacHocmu npumeHeHus npenapamos I knacca, 00YCN08/1EHHblE 8bICOKUM
PUCKOM UX apummozeHH020 delicmaust y 60JIbHbIX C MAHCENbIM 0P2AHUUECKUM NOpaxdeHuem cepoyd.
IIpenapamot I knacca donxcHbl OblMb UCKIIOUEHBL U3 KIUHUUECK020 npumeHeHus: y 6onvHbix UBC, 6
MoM 4ucne nepexcuswiux UHGApKm muokapoa, a maxxe y nayueHmos ¢ opyzumu gopmamu
cepdeuHoll namosozuu, npueodswumu K dunamayuu noaocmu U CHUXCeHuw @pakyuu evibpoca
n1e8020 xeenyoouka (<40% no dauHuoim IXO KI), k eunepmpoguu muoxkapda 18020 Henyoouxa
(L5 cm u OGonee, no danHoim 3XO KI), a maxxe K NpPOSIBNEHUSM XPOHUUECKOU cepdeuHoli
HedocmamouHocmu. Haubosee onacHo npumeHeHue y amux kamezoputli 601bHbix npenapamog IC
Kaacca.

= /{3 npenapamos IA Kknacca hapeHmepanbHO UCNOJb3Yyemcss MONbKO npokauHamuo™* Ilocne
npedsapumesnvHozo0 paseedeHus 6 20 M (Pu3UO0T02UUECKO20 PACMBOPA €20 MOMCHO 6800umb
8HympugeHHo cmpyiiHo 8 0doze 0,5-1,0 2 nuwe npu omcymcmeuu npeodcmasneHHvlX Bbluie
oepaHuveHutli no 0Oe3onacHocmu npumeHeHus. M3-3a pucka pazeumusi 2unomoHuu npenapam
8600umcs mednerHo (8 meuerue 10—15-20 murym) nod NOCMOSIHHbIM KOHMponem yposHs A/l

= bosee a¢hpekmusHo u 6e30nacHo 8HympuseHHoe cmpyliHoe 8gedeHue audokauHa™* 8 doze 1-2 me/xe
8 meueHue 3-5 muHym c nocnedywuweti, hpu Heobxodumocmu, noddepxcusaioujeli uHgysueii co
ckopocmuto 1-4 mz/mMuH.

= BHympueeHHoe 6eedeHlUe amuooapoHa™* 8 doze 5 me/ke 8 meueHue 15-20 MuH KAk npasujio
okasvieaemcs 6onee 3QdekmusHoiM. IIpu HeobxoouMocmu npoodoseHUs 68edeHUs hpenapama
Modcem 0blmb HAUamMa NOCMOSHHAA UHpY3Us 8 cymouHoli doze 1,2—1,8 2 (MakcumansHas cymouHas
0o3a 2,2 2).

= [Ipu cpacuyuxkynapHoii neeodxcenydoukoeoii maxukapouu u HIDKT eHympuseHHOoe 66edeHue
sepanamuna™*, a makxce mpugocadeHurna (ATD) s61910MCA 8bICOKO IPPEKMuUBHbIMU cCnocobamu
kynuposaHusi. IIpu amux gopmax maxuxapouu 0ns npedynpexcoeHus peyuoueos spgexmuseH
pe2ynsapHelil OnumenwHolli npuem 6HYympwv éepanamund, a makxxe cpedcms, omuocaujuxcs Kk IC
Kaccy.

= BHympugeHHOe 88edeHue aHMUAPUMMUYECKUX Nnpenapamos npoeooumcss nod NOoCMOSHHbIM
KOHMponeM YpoeHsi apmepuanvHozo odaenenus u SIKI. Passumue npedcepOHo-x#ceny0ouKosoli
6n0kadel II-III cmeneHu, pacwiupeHue CcuUHycos8six Komniaekcos QRS >160 mc u yonuHeHue
unmepsasna QT >500 mc, makxice 8 CUHYCOBbIX KOMNJIEKCAX, mpebyem npepvléaHus 88e0eHUsl.

e B mensix mpodbmaakTMRM peunanBoB MoHoMopdHo XT, TOK m @K, B ToM umucie mocie
MMPOBEIeHHO} MMIUIAHTALMM KapAuoBepTopa-neduopmwiisiTopa (CM.HIDKE), PEKOMEHIYETCS
Ha3HaueHMe Ha JIUTENbHBIN MMOCTOSIHHBIN IIpMeM coTajona**, ammomapoHa™* (cm. Tabn. 4), a
TaKKe KOMOMHAIMM aMUOapoHa™* 1 B-610KaTOpOB.[4-6]

Vposens yoenurenbHocTH Ila (ypoBeHb gJocToBepHOCTH C)



* peKkOMeHJyeTcsT OONMbHBIM CO CHVDKEHHO# (pakiueii BbIOpOCa JIEBOTO  SKENyHOYKa,
MIPOSIBJIEHMSIMM XPOHUYECKOI CePAeYHON HeJOCTaTOUHOCTH, a TaKKe IIPY HaJM4uuM IIPU3HAKOB
IOYEYHO HeJJOCTATOYHOCTH, ITPerapaToM BbIOOpA SIBJISIETCSI aMUOIapOH™™. [4-6].

VYpoBenb yoenutensHocTH Ila (ypoBeHb gocTtoBepHOCTH C)

e Corajion** He pEeKOMEHJIOBAaH OOJbHBIM CEPEUYHOM HEeZOCTATOYHOCTBIO CO CHVDKEHHOI
(dpaxkumeii BBIGpOCa JIEBOTO JKeymouKa. [4-6].

VpoBens yoenurensHocTu 111 (ypoBeHb JOCTOBEpHOCTHU A)

e PekomeHyeTCs HA3HAUEHMe aMMOJapoHa™™ yike Ioc/ie MepBOro penuausa ycroitumpoii JKT y
nanyeHToB ¢ IBC u VKII. [5].

VpoBens yoenurenbHOcTH Ila (YypoBeHb JOCTOBEpHOCTH B)

e JIpumeHeHue aHTMapuTmmueckux InpenapatoB IC m III KknaccoB peKOMeHZOBAaHO  IJIs
npenymnpesxxaeHus napokcuamos XKT y mauyeHToB 6e3 CTPYKTYpPHOro 3a6omeBanus cepia.[4-6]

VYpoBenb yoenutensHocTH Ila (YypoBeHb gocTtoBepHOCcTH C)

Kommenrapwuii: Ilockonvky u pacyukynsapuas neeoxcesryoouxkoeas maxuxkapous u HIDKT
803HUKAIOM, KAK Npasunio, y Jul, He UMeWUX NPU3HAKO8 Op2aHuueckozo 3abonesanust cepouyd,
Ha3HaueHue um npenapamos IC knacca 6e30nacHo.

e IIpodwmnakTuuecknii IpuéM BepamnaMmsaa peKOMeHIyeTcs i MpenypeskIeHus TapoKCU3MOB
HIDKT u dacuykynsspHOii IeBOKeTYI0UKOBO TaxUKapanui.[4-6]

VYpoBenb yoenutensHocTH Ila (YypoBeHb goctoBepHocTH C)

e JleyeHue OOJIBHBIX C JKENYLOYKOBON Taxukapameit Turna TdP pekOoMeHIyeTCcss HauMHATH C
BBISIBJIEHVSI M YCTPAHEHUsI MPUYMH YIIMHeHUs uHTepBasia QT, Mpeskae BCero ¢ OTMEHbI JTHOOBIX
JIEKaPCTBEHHBIX CPEAICTB, CIIOCOOHBIX YIMHATL MHTEpBaT QT, e/ TaKOBbIE MPUMEHSIOTCS.[4-
6]

VpoBens yoenutenbHOCTH I (ypoBeHb JocToBepHOCTH C)

KommenTapuii: Boisigums u ycmpanHume npuuuHsl yoauHeHus uxmepgana QT ydaemcs, Kak
nokassleaem npakmuxd, 8 nooasasowem 60IbIWUHCMEE CIyuaes, HO NOUmMu HUK020a 3mo He daem
0blIcMp0o20 pe3yivmama.

e BHyTpuBeHHOe BBeleHMe MarHusg CcynbdaTta ** pekoMeHZOBAaHO TIPU BO3HUKHOBEHUNU
MONMMOPMHOT SKeTyIOYKOBOM TaXMKaAPAUY TUTIA TTUPYIT.[4-6]

Vposens yoenurenbHOCTH I (ypoBeHb focTtoBepHOCTH C)

Kommenmapuii: Hepenko okasbiBaeTcss 3G(GEKTUBHBIM, B TOM YUC/IE U y MAIMEHTOB C MCXOIHO
HOPMaJIbHbIM YPOBHEM MarHus B KPOBM.

e Ilpu orcyrctBum 3ddexkTa OT BBemeHMsT MarHus cyiabdara ** peKoMeHIOBaHA BpeMeHHas!
ANEeKTPOKAPANOCTUMYISILINS ¢ uacToToi 100 1 60sbllie B MUHYTY.[4-6]

Vposens yoenurenbHoOcTH I (ypoBeHb nocTtoBepHOCTH C)

Kommenrapwuii: Hass3vigaHue, makum o0pazom, cepoyy 8bICOKOLU uacmomol cokpawjeHuti npueooum
K ykopoueHuto uHmepeana QT u cnocobcmeyem npedomepaujeHuro  peyuougos  TdP.
IpodoscumensHoCMy  2J1EKMPOKAPOUOCMUMYAAYUU onpedeisemcs epemeHeM, HeoOX00UMbiM Ons
ycmpaHeHus npuuubst yonunenus unmepeana QT, Hanpumep, epemeHeM IKCKpeyulu mozo uau uHozo
npenapama, 28usuiez0csi npuuuHoti yonurerus unmepsana QT.

e Eoumm mpuumHoii ymyivHeHuss uHtepBasa QT c pasButuem TdP siBasiercss Gpamukapaus,
Hampumep, TmoaHas AB-6/0Kaja, 97IeKTPOKAPAMOCTUMYISIIMS NO/DKHA ObITh TIEPBBIM U
OCHOBHBIM 3TarioM Jie4YeHMs], & MPU HAJIMYMUM COOTBETCTBYIOIIMX BO3MOXXHOCTEN, Cpasy ke
peKOMeHIyeTCsl IMOCTOSIHHASI IeKTPOKAPAMOCTUMYIISLMS C MMIUIAHTalyell MCKYCCTBEHHOIO
BOAMUTEJISI pUTMa cepaua. [4-6].

VpoBeHns yoenurensHOCTH I (ypoBeHb focTtoBepHOCTH C)



¢ He pekoMeH/IOBAHO MpUMeHEHMEe aHTHMAPUTMUYECKUX MpernapaToB (0co6eHHOo mperapatos I11
KJIacca) € 1eblo KynupoBauust Taxukapauy tuma TdP.[4-6]

Vposens yoenurenbHocTu III (ypoBensb gocrosepuoctu C)

3.2.2. Xupyprudeckoe jedeHue

VpoBeHb yoequTeabHOCTH I (YypOBEHb JOCTOBEPHOCTU A)

e PYA pexkomeHIOBaHa [JiI YCTpaHEHUSI peUUINBOB Mapokcu3mManbHo JKT 13 BBIBOIHOTO TpaKTa
MPaBOTo KeTyI0uKa, hacuuKyIsIPHOI JIEBOXKETYyJOUKOBO# Taxukapauy u HIDKT. [5].

VpoBeHsb yoeauTeabHOCTH I (YypoBeHb 10CTOBEpPHOCTH B)

Kommenrapuii: Kak 6bi10 npedcmasjieHo 8bvlule, Kaxcdas u3 >3mux @Gopm maxukapouu
Xxapakmepusyemcsi Haauuuem 0muemsauéozo, monozpaguuecku 02paHuteHHoz0 aHAMOMUUecKoz0
cybcmpama: 3aoHee-HUMNHSISL 8em8b J1egoli Homku nyuka ITuca — npu acyurynapHoii
J1e803#eJIy00UK080Il maxukapouu; 8vlHocAwull mpakm npaeozo xcenydouka — npu HIDKT. B cuny
2amoeo, npu OaHHwlX popmax maxuxapouu, 6 omauuue om Jpyeux KT, evicoka 3gdekmusHocmo
npuMeHeHus: paououacmomHoli kamemepHoli abiayuu, Kak cnocoda padukanbHozo usjiedeHus, He
mpebyroujez0 nocnedyruieli npomugoapummuseckoli mepanuu.

e PYA mig ycTpaHeHMs] peluauBoB uamonatuueckux KT (T.e., y IalMEeHTOB 6e3 CTPYKTYPHOTO
3a60eBaHusl CepAlia) APYroi JIOKaau3aluy PEeKOMEHIOBAaHO B ciayuae Hed(pPeKTUBHOCTU
aHTMAPUTMMUYECKOi Teparnyy mpenapatamu IC kimacca (MMeeTcs OTIbIT MPMEMA XOTSI OBl OTHOTO
npenaparta B afeKBAaTHOM TepareBTUYECKOlM [03e) WA B Ciaydae, eCay IalMeHT >KelaeT
136exaTh HeOOXOAMMOCTY TTOCTOSTHHOTO MTPKUEMa JIeKapCTBEHHbBIX ITpernapaTos. [5].

VpoBens yoegurenbHOCTH Ila (YpoBeHb JOCTOBEpHOCTH B)

e PYA HOXKM TIyuka ['Mca peKOMeHAOBaHA [JI YCTPaHEHUS pPeuuanBOB GbaciukyaspHbix JKT,
00YCJIOBJIEHHBIX LIMPKYJSIMeE uMITyjbca B cucreMe ['vca—IlypKuHbe MEXIY TTPaBOil U JIeBO
HOXXKaMM TTydka ['vca B KauecTBe Mepbl IIepBoro psija. [5].

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

Kommenrapuii: Yauwe s6cezo evnonusiiom PYA npaeotl Hoxwku nyuxa Iuca, nockonbKy mexHuKka
npouyedypst npouje. Tak kaxk danHas gopma JKT 06b61uHO ommeuaemcs y nayueHmos co CmpyKmypHsim
3abonesaruem cepoya, nomumo PYA amum 6onsHbIM pekomendosana umnaanmauyus UK/,

e DKCTpeHHasi KaTeTepHas abjalysi peKOMEH[JOBaHa MalyeHTaM C HempepbiBHOM KT wim
3JIEKTPUYECKOTO ITOpMa Ha (oHe pyOIIOBBIX M3MEeHeHMiT MuoKapa. [5].

VpoBeHs yoenuTensHOCTH I (ypOBEHB 1OCTOBEPHOCTH B)

KommeHTapuit: Bmeuwiamenscmeo O0JHHO BbINOAHAMBCS 8 YCI08USX CNeYUanu3upo8aHHozo
cmayuoHapa, umerouiezo Heo6xodumoe ocHaujeHue u onvim nposedeHuUs Maxkux npoyeoyp.

e KareTepHass a6malys peKOMEHJIOBaHa Mal}eHTaM C MIIeMMYeckoil 60/e3HbI0 cepalia U
yacTeiMu paspsgamu UK B csisu ¢ peryauBamu XKT. [5].

VpoBeHsb yoeauTensHOCTH I (YypOBEHB JOCTOBEPHOCTH B)

¢ BbInonHeHMe KaTeTePHOI abjaanyuy peKOMEHIYeTCS yyKe ITOoc/Ie TTIePBOTO PeIINBa YCTONUMBOIL
KT y manyenTtos ¢ UBC u VK. [5].

Knacc pekomengauuu Ila, ypoBeHb JOKa3aTeabHOCTU B

3.3. CuHApPOM yAJAUHEHHOro uHTepBaaa QT

e PexkoMeH[IyeTcsl BCeX MalMeHTOB MHMOPMMPOBATH O CBOEM 3ab0leBaHNM, B TOM YKCIIE €ro
Hac/IeICTBEHHOM XapaKTepe U pucKe 3a601eBaHus y ieTelt, ¥ OMyIUThb 00IIMe peKOMeHIaluM,
HalpaB/ieHHble Ha yMeHblIeHre pucka passutust TdP u BCC. [11].

VpoBeHsb yoeauTenasHOCTH I (YypOBEHB OCTOBEPHOCTH B)



e PexkoMeH[OBaHO IIONHOE MCK/IIOUeHMe MpUéMa JIeKapCTBeHHBIX IIperapaToB, BbI3bIBAOLINX
yBeIM4eHue poAo/LKUTeIbHOCTY uHTepBana QT. [11].

VpoBeHb yoenuTeabHOCTH I (YypoBeHb 10CTOBEpPHOCTH B)

KommenTapwuii: ITo mepe HAKONAEHUS KAUHUUECKOU UHPOpMayuu u eHeOpeHuUs: 8 NPAKMUKY HOBbIX
JIEKAPCMBEHHBbIX ~ NPenapamosd OauHblli nepeueHv npemepnesdaem usmeHeHus. ITocmosiHHO
00HO8AsIEMA  UHPOpMAYUs O  JIEKAPCMEEHHbIX — NPenapamax,  CNOCOOHbIX — Yeeauuusamso
npodosxcumensHocms unmepeana QT, npedcmassieHa Ha catime http://www.azcert.org.

e PexomeHpayeTcsi u3beraTb CUTYyallMif, CIOCOOHBIX BbI3BIBATH 3IEKTPONMUTHBbIE HapPYIIEHUS
(HeKOHTpO/IMpyeMblii IpPUEM MOUETOHHBIX M TOPMOHAJIbHBIX IIpenaparoB, TONOfaHue,
06e3BOXXVBaHMe, TMILEBble OTPaBIeHMs], CONPOBOXKAAIONIYeCs TPody3HOI PBOTOI MM Auapeeii
nnap.). [11].

VpoBeHsb yoenuTensHOCTH I (ypOBEHB 1OCTOBEPHOCTH B)

e PerkoMeHIyeTCSI 1O BO3MOXHOCTM 130eratb TYCKOBBIX (AKTOPOB, KOTOpble MOTYT
MpOBOLIMPOBaTh  MHAYKOMIO TdP  (CrlOpTMBHBIE  HArpysku, OCOOEHHO  IUIaBaHUE;
SMOLMOHAJIBHBIN CTPecc, TpPOMKMe 3ByKM 1 11p.). [11].

VpoBeHb yoeauTeabHOCTH I (YypOBeHb 1OCTOBEPHOCTH B)

3.3.1. KoHcepBaTUBHOe jieYeHUe

e MenukaMeHTO3Hasi Tepanusl SIBASeTCSI OCHOBOJ JiedueHMs1 HaciencrBeHHoro CYHUQT.
IMocTosiHHBIN TIpUEM B-agpeHO6IOKaTOPOB PEKOMEHOBAH BCeM OOJbHBIM HAC/IEICTBEHHBIM
CYUQT, BKIOYas IOATBEPKAEHHBIX OECCUMMIITOMHBIX HOCKUTENEeN MyTaluu, Oaske IIpu
orcyrctBum y Hux Ha IKU ymmuHeHust muHTepBayioB QT/QTc (3a MCKIIOYeHMEM abCOMIOTHBIX
MPOTUBOTMIOKA3aHMIi K TPUEMY IpernapaToB, HAMpUMep, TSDKEIOro TeueHus OPOHXMAbHOM
acTMmbl). [11].

VpoBeHb yoeauTeabHOCTH I (YypOBEHB OCTOBEPHOCTH B)

KommenTapwuii: B Hacmosujee apems omcymcmeyiom OaHHble, YKa3sleawwue Ha 60jee 8blCOKYI0
A pexmusHocmb Kakozo-1ubo u3 f-adpeHob10Kkamopos 8 npogunakmuxe peyudusos TdP y 60/1bHbIX
HacnedcmeenHvim CYHQT. Boibop JiekapcmeeHH020 npenapama, nod6op ezo 003sl U onpedeneHue
pexcuma npuéma ocyulecmeissiomcst UHOusudyanvbHo. B yensx ymeHsuieHus pucka no6ouHsix 3¢ gexmos
npenapama u s yoodcmea 6onbHbIX npednoumerue caedyem o0moasams KapouoceaekmueHsiM f3-
adpexobnokamopam ¢ 6Gonswioli onumensHocmoto deticmeus. IlayueHmog cnedyem 06513amebHO
UuHpopmuposams 0 mom, umo OaumensHoe omcymcmeue peyudusos TdP Ha ¢oHe neueHuss HU 8 KoeM
cnyuae He 00MHHO Oblmb pacyeHeHo 8 Kauecmee nogoda npekpamums npuém npenapama. B ciyuae
Heobxo0umocmu npexkpauieHue npuéma f-adpeHob10Kamopos O00MHHO Oblmb  0CYUIECBJIEHO
nocmenexHo, npednoumMumensHo 1no0 KOHMpoOneM MeOUYUHCK020 NepCoHAand, NOCKOJIbKY pe3Koe
npekpaujeHue JeueHus Moxenm Conposoxdamscs «CUHOPOMOM OMMeHbl», HA (POHe KOMOpo20 PUCK
uHoykyuu TdP 0cob6eHHO 8bLCOK [67].

e AHTHMapuUTMMUecKue rpemnaparthl I kinacca (6;10KaTOPbl HATPUEBBIX KAHAIOB, MPENIOUTUTEEHO
IB wimacca: mekcunetuH [B Poccuy B Hactosiiiee BpeMs He 3aperucTpupoBaH|, heHUTomH™*)
MOTYT ObITh PEKOMEHOBAHbI B KAUECTBE CPEMICTB «BTOPOJ JIMHUM» IIPU YacCThIX peruausax TdP
y 60IbHBIX BPOKAEHHBIM CYVIQT ¢ MMIUIAaHTMPOBAHHBIM KapAMOBepPTePOM-AebUOpUIIITOPOM
(VUKI), mpu HemOCTAaTOUHON 3(PGEeKTMBHOCTM [B-aApeHOOIOKATOPOB WM HEBO3MOXKHOCTU WX
npuémMa B CBSI3M C aOCOMIOTHBIMM TPOTUBOIOKA3AHUSIMY WM TSDKENBIMU  TTOOOUHBIMMU
s derTaMu TeueHus.

Vposens yoenurenbHocTu IIb (yposens mocroBepHuoctu C)

KommeHnTapuit: B Hacmosjee epems onvim 3(GexmusHoz0 NpUMeHeHUs 3Mux npenapamos
ozpaHuver auuts 6ovHeiMu CYHQT3. B kauecmee Kpumepus, YKa3bleaiouiezo HA NOMeHYUAIbHYIO
2hpexmusHOCMb NIAHUPYEM020 00JI20CPOUHO20 JieueHUs NPedioNeHO YMeHblleHue OAumenasHocmu
unmepeana QTc Ha 40 mc u 6onee nocie nepopanbHO20 NPUEMAa aHMUApUMMuU4eckozo npenapama I
Kaacca.

3.3.2. Xupyprudeckoe jedeHue


http://www.azcert.org/

e PexkoMeHIyeTCs  MMIUIAHTAlMs  KapauoBepTepa-medubpuwuisTopa  6ombubiMm  CYUQT,
MepeskUBIIMM OCTaHOBKY CepAIa, a Takke MalMeHTaM, y KOTopbIx npuctynsl TdP npogomskaor
penuANBUPOBATh, HECMOTPSI Ha CUCTeMaTUUeCcKuit IpréM B-agpeHobn1okaTopos. [11].

VYpoBeHb yoenuTenbHOCTU I (ypoBeHb JocTOBepHOCTH B)

Kommenrapuii: Hmnianmayusi kapouosepmepa-dedubpuniasmopa He usbasasiem 060n6HO20
HacnedcmeeHHoiM CYHUQT om Heobxodum npuéma [-adpeHoOnoKamopos u Hu 8 Koem cyude He
00JICHA pACCMAMpUBamuCs 8 Kauecmae albimepHamusst MeouKameHmo3Hol mepanuu.

e lVMmIutaHTauust KapauoBepTepa-medubpmiatropa  aas  npodwiaktuku  BCC 6e3
MpeAIIeCcTBYIONIe OleHKY 3D(MEeKTUBHOCTY jieueHus B-aapeHo6I0KaTOpaMy PEKOMEHJ0BaHO
60mbHbIM CYUQT, OTHOCSIIMMCS K KATETOpUM BHICOKOTO prcKa. [11, 16].

VpoBeHns yoenurensHocTH Ila (ypoBeHb JOCTOBEpHOCTH B)

Kommenrapuii: Ha HeGnazonpusimmslli npozHo3 00ne3HU YKA3bl8dem BblpaieHHoe Yy8eauueHue
onumensHocmu QTc >500 mc (0co6eHHO 8bICOKULE PUCK Y OONbHBIX € YeeauueHuem dnumensHocmu QTc
>600 Mc), coxpaHsauascs Ha goHe npuéma B-adpeHob0Kkamopos anvmepHayus 3yo6yos T Ha OKIT,
paHHue KAUuHUueckue nposiejieHus 3a00aeeaqus — Npucmynsl nomepu co3Hauus, hapokcusmol TdP
gospacme 00 7 Jem, a makxce pe3yabmamsl MOAEKYJISPHO-2eHEMUUECKUX —UCC1e008aHull
(nodmeepxcdeHue Haubonee 3/10KA4eCMBEHHbIX popMm 3abosiesaHus — cuHopoma Drepesesna u JlaHze—
Hunoscena unu cunopoma Tumomu —, Hanuuue 08yx u Gosee 2eHemuyueckux Mymayuti unu o6HapyxeHue
2eHemu4ecKux Mymayuti, COnpsaxeHHsIx ¢ 6onee 8o1cokum puckom TdP u BCC). BCC podcmeeHHUKA
60s1bH020 HacnedcmeeHusiM CYHQT npu omcymcmeuu Opyeux (axkmopoe pucka He seJsiemcs
noxasaxuem K umMniaHmayuu xapouosepmepa-oepubpunismopa. B amux cumyayusx pekomeHoyemcs
HaszHaueHue B-adpeHobokamopos u umnaanmayus MK/,

e lMmIutaHTauust KapauoBepTepa-medubpmiaropa  aas  npodwiaktuku  BCC 6e3
MpeAIIeCcTBYIONIei  oueHKM  IDPEeKTUBHOCTM  JiedeHMs  P-aipeHOo6JoKaTopamMu  He
pekomeHgoBaHa 60mbHBIM CYMQT (3a MCKIOUEHMEeM IMalMeHTOB, OTHOCSIINMXCS K KaTeropumn
BBICOKOTO pucka). [11, 16].

VpoBens yoenurensHocTu 111 (ypoBeHb JOcTOBepHOCTHU B)

e JIeBOCTOPOHHSI ~ IIeiiHass CUMIIATMYecKas JeHepBamusl IiejgecoobpasHa B CIydasx
HEBO3MOXXHOCTM Ha3HAuYeHUs [-agpeHOOJOKATOPOB WIM HEOOCTAaTOUHOV 3DPEKTUBHOCTU
MeOMKaMEeHTO3HOJ Tepamuu, a TakKKe TPy HAIUIUKM  aGCOMIOTHBIX/OTHOCUTETbHBIX
MPOTUBOTIOKA3aHMI K UMIUTAHTAIL[MM KapAuoBepTepa-ne@uopuuiaTopa Win OTKase MauyueHTa
OT MHBA3MBHOTO BMEIIATEThCTBA.

Vposens yoenurenbHocTH Ila (ypoBeHb gocroBepHocTH C)

KommenTapwuii: IIpoyedypy 71€80CmopoHHell WeliHOol cuMnamuueckoti deHepeayuu oCyulecmesiom
J1e6bM HAOKJIIOUUYHBIM OOCIMYNOM. B onsimusix MeOUYUHCKUX UeHMPAx NpUuMeHsiom MUHUMATbHO
UHBA3UBHBIE MEMOOUKLL

3.4. Cunapom bpyraga

® PEKOMEH,ELYETCﬂ HO,Elp06HO MHd)OpMMpOBaTb Bcex GOJIbHBIX 00 0COOEHHOCTSIX UX 3a60/IeBaHMSI.
[4-6]

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCcTHU C)

Kommenrapwmit: Bce 6onbHble cuHOpomom Bpyzada donxHel nonyuumes noopoOHY0 UHGOpMAayuio o
C80EM 3abonesaHuil, €20 HACIe0CMBEHHOM Xxapakmepe, U KOMNWJIEKC 00Wux pekomeHoauuti,
HanpasJieHHslx Ha muHumusayur pucka BCC.

¢ TIOCKOJIBKY JIMXOPAJOUYHbIe COCTOSTHUSI CIIOCOOCTBYIOT BO3HMKHOBEHMIO OIMACHBIX ISl SKU3HU
HapyleHuii puUTMa cepAala, BceM OGOMbHBIM CUMHAPOMOM bBpyrajza pekoMeHIOBaHO
He3aMeJIMTeIbHOe IIPMMeHeHMe KapOOHIKAIOIIMX CPeLCTB IIPY MOBBILIEHUY TeMIIepaTyphl.
Taxke peKOMEHIOBaHO 136eraTh 9K30T€HHO rUIepTepmMuu (Harpumep, MOoCeIeHns IapHbIX).

VpoBens yoenurenbHOCTH I (ypoBeHb focTtoBepHOCTH C)



e [MamyeHTamM C CUHApPOMOM bBpyraga pekomeHpayetrcs u3beraTb TMpUéMa MOTEHIIUATBHO
apUTMOTEeHHBIX JIEKAPCTBEHHBbIX mpernapaToB. [IOCTOSTHHO OOGHOB/SIEMbINi TE€pPEUeHb 3TUX
MpenapaToB Takke MpeacTasieH Ha caiite http:/brugadadrugs.org [23].[4-6]

VYpoBenb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

3.4.1. KoHCcepBaTUBHOE JIeUeHUEe

e CucremaTnyeckuii Mpueém XMHKUAMHA (TIpernapar B Poccuu He 3aperuCTpUpPOBaH) peKOMEeH/I0BaH
nanuentaMm ¢ MK] mpy 4acThIX pelynAMBax >KeTyAOYKOBBIX apUTMuii. IIpumeHeHMe 3TOro
rperiapara IeJecoodpasHO ¥ Jis TOJaBJIeHMSI HA/KeTyZOYKOBBIX apUTMMUI, eCau TaKoBble
UMeIoTCs.[4-6]

VpoBens yoenurensHocTH Ila (ypoBeHb JocToBepHOCTH C)

KommenTapuii: B Hacmosujee gpems MeOUKameHmo3Hoe aeueHue npu cuHopome Bpyzada moxcem
OblMb  UCNOIL308AHO MONBKO 8 Kauecmee OONOJHUMENbHOU Mepbl. JlekapcmeeHHble npenapamol,
nodasisiouiue MoK Kanuessili Mok Iy, unu akmusupyouiue moxu Ing u Ic; NomeHyuansHo mozym 6vims
apexmusHbl y 60nbHBIX cuHOpoMOM Bpyzada. XunuduH doneH HA3Hauamocs 8 mex ciyuasx, Kozda
uMelmcss NPomueonoKA3aHus K UMhIaHmayuu Kapouosepmepa-depubpurismopa uau, Kozoa
00/IbHbIE KAME20PUUECKU OMMKA3bI8AIONICS 0M UMNIAAHMAYUU 311020 YCMpoLicmaa.

¢ [IpumMeHeHMe u3oNpoTepeHona (mpemnapat B Poccun He 3aperuCTpUPOBAH) PEKOMEHAYETCS [IJIs
KYNIUPOBAHUS U TIPeAyIpeXaeHs] HeMPEPbIBHO PeLUAUBUPYIOMIUX SKeTYyIOUKOBbIX apUTMMUIL,
MPUBOASAIIMX K dYacToMy cpabarteiBaHuio UK]I («3/1€KTpUUECKOMY IITOPMY») Y OGOJIbHBIX
cuHgpomom Bpyrazna. [24].

VpoBeHns yoenurensHocTH Ila (ypoBeHb gocToBepHOCTH C)

3.4.2. Xupyprudeckoe jeueHue

e VMrmiaHTanusl KapayuoBepTepa-aedubpuwuisiTopa PeKOMEHI0BaHa TalyieHTaM, MepPeKUBIINM
BCC m 60/IbHBIM, MMEIOIIMM JOKYMEHTHPOBAHHbIE YCTOUMBbIE TapoKCcu3Mbl JKT M STIM30IbI
DXK.[4-6]

VpoBens yoenurenbHOCTH I (ypoBeHb ocToBepHOCTH C)

Kommenrapuii: Hmnaaumayus kapouosepmepa-0epuépuniamopa seJsemcss eoOuHCmeeHHbIM
MeMmoooM, NO38OJSIOUUM CMAMUCUUECKU 00CMOo8epHO ymeHblums puck BCC 601bHbIX CUHOPOMOM
Bpyzada.

e Vmmnantauus UK] peKOMeHOOBaHO MalieHTaM C XapaKTepHbIMM AJjisi CMHApoMma bBpyranma
usmeHeHusmu JKI' B ciydae KIMHUYECKUX TIPOSIBIIEHUI, Haubosee BepOsITHO, 00YCIOBIIEHHBIX
BO3HMKHOBEHVEM OIAaCHBIX [IJISI )KU3HU apUTMUIA. [4-6]

Vposens yoenurenbHocTH Ila (ypoBeHb gocroBepHocTH C)

e VmmaHTauus KapayuoBeprepa-medubpwiisiTopa He pekoMeHAoBaHa mnamueHtam ¢ JKI-
dbenomenom bpyrana, He MUMeIOIIMM KIMHUYECKIX TPOSIBJIEHMIT 3a601eBaHMs.[4-6)]

VpoBens yoenurensHocTtu 111 (ypoBeHs gocroBepHoctu C)

KommenTapwuii: B amom cnyuae ons oyexku pucka BCC u 603M0¥#cHO020 8blsi671€HUSL OECCUMNMOMHbIX
Henyooukoeslx — HapywleHuii — pumma — cepduya  yenecoobpasHo  nposedeHue  KOMNiekca
UHCMPYMEHMANbHbIX UCCIe008aHULI, BKIIOUANWE20 GHYmpucepoeuHoe 3nekmpo@usuonozuleckoe
uccnedoganue (ODH). HeB03MONHOCMb UHOYKYUU #eYOOUKO08bIX dApummuii 8 Xxode 3mo020
uccnedosaus ykasvigéaem Ha HuUskuti puck paseumust BCC.

e VmmnanTtauys UK MoxkeT ObITh peKOMEeHJ0BaHa 60bHBIM CMHIPOMOM Bpyraza, y KOTOPBIX B
xofe BHyTpucepaeuHoro 3®U ynaetcss MHAYyUMpoBaTh ycToiunByio JKT mnmn OXK.[4-6]

VpoBens yoenurenbHoctu IIb (ypoBens gocrosepuoctu C)

3.5. KaTexonamuHepruyeckas noanmMmopdHas skexyI0uKoBas TaxuKapaus


http://brugadadrugs.org/

e BombHbIE KaTexomaMuHepruueckoit moammopdHoit XXT mo/mKHbBI ObITh MHMOPMUPOBAHBI 00
OTIACHOCTM M HAC/IeNCTBEHHOM XapaKTepe CBOero 3aboneBaHMsl. Bce MalMeHThI [IO/DKHBI
MOJMyYUTh OOIIMe PpEeKOMEHAAIMM TPEeKPaTUTh 3aHATUS TPO(ecCMOHANbHBIM CIIOPTOM U
u3beraTb  MPOBOLVPYIOIIMX  SKEJYAOYKOBbIE  apUTMUM  (PU3MUYECKUMX  HArpysok u
SMOLMOHAILHOTO cTpecca.[4-6]

VpoBeHs yoenurensHoOCTH I (ypoBeHb focTtoBepHOCTH C)

3.5.1. KoHcepBaTUBHOE JIeUeHE

e MenyKkaMeHTO3HAsI Tepanusi SIBISIeTCSI OCHOBO JieueHMsI JAHHOTO 3ab0ieBaHus. Bcem 601bHBIM
PEeKOMEH/IOBaH TIOCTOSIHHBIN MpuéEM [-aapeH0B6JI0KaTOPOB, He 006/1aJallMX BHYTpPeHHel
CUMIIATOMMMETNYECKOM aKTUBHOCTBIO.[4-6]

VpoBens yoenutenbHOCTH I (ypoBeHb JocTtoBepHOCTH C)

Kommenrapwuii: /[na npedynpexcdeHus peyudugos apummuu o0biuHO mpebyromcs 6Gonvuiue 003bl
npenapamos, hnod6op KOMOpsIX OOJHEH  OCYWecmensmscs UHOusuodyaivHo. [JIna — oueHKu
apgekmusHocmu npooouMozo JeueHus Uyenecoo0pasHsl NOBMOpHbvle NPOBOKAYUOHHblE NPOObl C
Qusuueckoli Haepyskoti. Ha spdekmusHocms nposooumozo JjeueHus yKasvleaem He803MONCHOCMb
nosmopHotli uHdykyuu napoxkcusmoe KT u Opyeux nposigieHuti xceayo0oukoeoli IKmMonuueckou
akmueHocmu 8vICoKUX epadayuti (napHoti XK, xcesrydouxosoli 6uzemunuu u «<npobexcex» JKT).

HedocmamouHas npusepieHHOCMb NAYUeHmMo8 K mepanuu s16Jisiemcst 0CHOBHOU NpuuuHoli peyuousos
napoxcusmos JKT. Bce 60n1bHbie J0JHCHBL OblMb UHPOPMUPOBAHLI 06 ONACHOCMU Pe3K020 NPeKpaujeHust
JleyeHusl 3-adpeHoOnoKamopamu 6 C8s3U C 8bICOKUM PUCKOM B03HUKHOBEHUSI ONACHBIX O MHU3HU
apummuil Ha (poHe CUHOPOMA OMMEHBL.

e Bepamamun®* u ¢Qnexkannun (B Poccum He 3aperucTpuMpoBaH) pPeKOMEHAOBAHBI ST
npobuaakTuky peruauBoB KT npu HemocTaTouHO 3G heKTUBHOCTH B-aJpeH06I0KaTOPOB. [4-
6]

VYpoBenb yoenutensHocTHU Ila (YpoBeHb gocToBepHOCTH C)

KommenTapuii: CeedeHusi 00 sppexmusHOCmMuU npenapamos OoueHb 02PAHUUEHbl, UX HA3HAUEHUE
mpebyem 60nbULOT 0CTNOPOHCHOCMU.

3.5.2. Xupyprudeckoe jeyeHue

e VmmaHTauus KapauoBepTepa-nehuOpuuiITOpa pPeKOMeHZOoBaHa O6OMbHBIM, Y KOTOPBIX
napokcu3mbl JKT Mpofo/sKaloT peluauBUpoBaTh Ha GoHe jeueHus B-ampeHob1oKaTopaMu, a
Takke 60JIbHBIM KaTexonmamyuHeprudeckoii KT, mepexkuBuIMm ocTaHoBKy cepaua (BCC).[4-6]

VYpoBenb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCcTU C)

KommenrTapwuit: B ciyuae eciu 0601bHOU hepexun 0CMavosky cepduya 00 HA3HaueHus emy p-
aopeHo0710Kamopos, — yuumoléass  3Jl0KauecmeeHHoe meueHue 3a00se8aHus, peKoMeHA08aHa
umniaaHmayust kapouosepmepa-oeubpuniisimopa u HazHaueHue MeouKaAMeHMmMo3H020 JieueHusl. Bce
6onbHble KamexonamuHepeuueckoti noaumop@roti KT ¢ UK/ donxcHbl nonyuames meoukameHmo3Hy
mepanuio 8 nojiHom o0séme. Cnedyem ommemums, umo 6Gosne3HeHHsle paspsadvt UK/ nposoyupyom
8bI0POC KAMEXO0JIAMUHO8, YIMO MOMem cnocobcmeosams HenpepvieHomy peyudusuposaruro KT,
n03MoMy Uenecoo6pasHo Npozpammuposanue 0osee ONUMeNbHbIX 8PEMEHHbIX UHMEpBanos Meioy
HAHOCUMbBIMU YCMPOLICM8oM paspsoamul.

e [Ipouemypa JIeBOCTOPOHHEH  INEfHOM  CUMIIATMYECKOV  [JeHepBaluMy  MOXKET  ObITh
PEKOMEH/IOBaHa TIPY HeIOCTATOYHO 3(PGheKTUBHOCTU B-aAPeHO06TI0KATOPOB MU TIPU HATUIUY
IIPOTUBOIIOKA3aHNUI K UX IIPUMEHEeHUI0.[4-6]

Vposeus yoenurenbHocTu IIb (yposens mocrosepuoctu C)

KommenTapuit: OmoaniéHHble pe3ynsmamsl NPUMeHeHUs 3mo2o memoda JeueHus npu OaHHOM
3a00/1€8aHUL NOKA HE NOJIYUEHbL.

3.6. CuHApPOM YKOpOUYeHHOro uHrepsaia QT




3.6.1. KoHCcepBaTUBHOE JTeUyeHue

e B oryuae uwacteix penyauBoB JKT u @X y 6ompHbix ¢ UK]] 11eecoobpasHo TpUMeHeHUue
npernaparos, yoauHsomux uHrepBas QT — xmHuamuHa (B Poccum He 3aperncTpuMpoBaH) U
corasona**.[4-6]

VYpoBenb yoenutensHocTH Ila (YypoBeHb gocToBepHOCTH C)
KommenTrapwuii: CeedeHus 06 agppexmusrocmu amuodapoua™* omcymcmeyrom.

3.6.2. Xupyprudeckoe jedyeHue

e B nenax npodunaktuky BCC pekoMeHI0BaHa MMILIAHTAaIMsI KapayoBepTepa-nebubpuuissTopa
BCeM OOJIbHBIM, MIEPEKUBIIMM OCTAHOBKY CEPAIIA, a TAKKE MAIMeHTaM C JOKYMEeHTUPOBAaHHBIMU
napokcuzmamu JKT.[4-6]

VYpoBenb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTU C)

KommeHnTapwmit: Mvniaumayus kapouosepmepa-oedpubpusisimopa moxem 0bimsb yes1ecoo6pasta u
npu cemetiHom aHamHese, omsieowéHHom cayuasmu BCC. Tlpu ewsibope ycmpoticmea npednoumeHue
cnedyem omoasams annapamam ¢ 00NOJHUMENbHbIMU AJI20PUMMamu OUCKPUMUHAYUU 80 U3bexcaHue
M.H. «HEeMOMUBUPOBAHHbIx» pa3psdos MUK/ ecnedcmeue  owubOUHO20  80CNpUSMUSL UM
8blCOKOAMNAUMYOHOU T-80/1HbI KAK 80JIHbL R.

3.7. AputMoreHHas AUCHAasUsI-KapAUMOMUONATHS IIPABOro JKeaya0uKa

e Peromenpnyetcst neuenne AJIIDK Bxmovatomee npodunaktuky BCC (cm. mpunoxkenne I'3) u
JleueHye CepreyHOi HeOCTaTOYHOCTH, OCYIIeCTB/ISIeMOe 0 OOIIMM IJisl 3TOTO 3ab0seBaHMUs
NIpUHLUIAM.[4-6]

VpoBens yoenutenbHocTH I (ypoBeHb mocTtoBepHOCTH C)

e PexomeHpnyeTcsl xopomo uHGOpMMPOBaTh BceX O6ombHbIXx AJIIDK o 3aboneBaHuy, ero
HaC/IeICTBEHHOM XapakTepe, IIPOrpeccupylolieM TeueH!Y, He0OX0OMMOCTH CHUCTeMaTIUeCcKoro
HabmomeHNsT y Kapamosora, a Takke COOMIONEHMSI KOMIUIEKCa OOLIMX MepOTIpUSITHIA,
HalpaB/IeHHbIX Ha MMHUMM3aLuio pucka BCC.[4-6]

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTHU C)

e BompHbIM AJIIDK ¥ 6eCCMMIITOMHBIM HOCUTEISIM Te€HEeTUUECKMX MYTaluii PeKOMEHIYeTCS
OTpaHMUYMBATh QU3MUECKIe HArpy3Ku.[4-6]

VpoBeHns yoenutenbHOCTH I (ypoBeHb JocTtoBepHOCTH C)

KommeHTapuii: CnopmueHbsie Hazpy3Ku MO02ym Cnoco6cmeosams 603HUKHOBEHUN ONACHbIX 0715
HUSHU apumMuil, Kpome mo20 OHU NOBLIULAION MEXAHUYECKYIO HAZPY3KY HA MUOKAPO Hceny0ouKos, Umo
MO3Hem yckopsims memnosl npozpeccuposamust 3a6one6arusl, 60m nouemy npoGeccuoHaIbHole 3aHsamust
cnopmom npomueonoxasaxsl Kax 6oneHeiM AJIIDK, max u Hocumensm zeHemuueckux mymayuti, He
uUMenWuUM KAuHuueckux nposeneHuli [37].

3.7.1. KoHCcepBaTUBHOE ie4eHue

e Tlockonpky ANIIDK — CTpyKTypHOe 3abojieBaHMe Cephlia, HasHaueHMe aHTUapUTMUUECKUX
MpenapaToB, 0c06eHHO I Kacca, MOXKET CYIIeCTBEHHO yBennuuBaTh puck BCC. B HacrosIiee
BpeMsi K mpuMeHeHuIo mpu AZITDK pekoMeH10BaHbI TOJBKO B-agpeH06/I0KaToOPbl, aMUOJapOH™*
U COTaION**,[4-6]

VpoBeHs yoenurensHocTH I (ypoBeHb JocTtoBepHOCTH C)

Kommenrapuii: [Ipuém p-adpenobnokamopos 01 nepeuuHoli u emopuuroli npogunakmuxku BCC
NnoKasaH 8cem 0ONIbHBIM C NOOMBePHOEHHBIM duazHo3om ALIDK.

Sesk

e HasHaueHue cotanona™* mam ammomapoHa** peKOMeHAyeTCs Mpy yacTeix peumauBax XT y
6ompHBIX  AIIIDK ¢ VIMIUIAHTVPOBAHHBIMU KapamoBepTepamMmu-aedubpuiIsiTopamu,
TONTYYaIoIIMX {3 -6710KaTOPHI.[4-6]

VpoBens yoenurensHocTH Ila (ypoBeHb gocToBepHOCTH C)



KommenTapwuit:  Boifop  aHmuapummuuyeckozo  npenapama  OOMXEH — OCYUeCmeasmscs
UHOUBUOYANIBHO, C YUEMOM OMpUYAMenbHo20 UHOMPONHOZ0 3pgexma comanona™* u 60bWOL
6epossmHOCMU  pazeumusl  HecepoeuHwvlx NOOOUHbIX  3(pekmos npu  OAUMENsbHOM  JleueHuu

amuodaporom** IMocnedHee 0COOEHHO 8ANCHO NPU HEOOX0OUMOCMU HA3HAUEHUs npenapama moao0bim
60/1bHbIM [40-41].

3.7.2. Xupyprudeckoe jeyeHue

e VmmiaHTauusl KapauoBepTepa-negubpuuiaTopa pekoMeHmoBaHa BceM 6ombHbiM AIIDK c
IOKyMeHTMUpoBaHHbIMM Tapokcusmamy XXT u Bcem 6ompHbIM AJIIDK, mepeskuBmium BCC, B
CBSI3U C BBICOKOV BEPOSITHOCTBIO PeLIMAMBOB OMACHBIX AJISI SKM3HU apuUTMUii.[38-39].

VYpoBeHb yoenuTensHoCcTU I (ypoBeHb mocToBepHOCTHU C)

Kommenrapuii: Hmnaaumayus «kapduosepmepa-dedubpuniamopa seJsiemcss eOuHCmeeHHbsIM
appexmusHsim memodom npogunakmuxu BCC y 6onvHbix AITDK.

e VmmiaHTauus  KapauoBeprepa-medubpmisitopa  peKOMEHAYeTcsl BCeM  OOMbHBIM  C
MOATBEPKAEHHBIM AMarHo3oM AJITDK npy BOSHMKHOBEHUM Y HUX CMHKOMAIbHBIX COCTOSIHUIA, B
OTCYTCTBUM [PYTUX SIBHBIX MPUYMH PAa3BUTUSI TIPUCTYIIOB IOTEPU CO3HAHUS (ITOCKOJBKY
Haubosiee BeposiTHasI MX MPUUYMHA — TeMoAMHaMuueckyu He crabuiabHas KT win OXK) u npu
nHaykuyy JXT Bo BpeMs BHyTpucepaedHoro JPI.[38-39].

VpoBens yoenurensHocTH Ila (ypoBeHb gocToBepHOCTH C)

e VMIutaHTamus KapauoBepTepa-meduOpuuisiTopa € Ieablo MepBUYHON mpodmiakTtuku BCC
peKoMeH[I0BaHa OOJNIbHBIM C BbIPaKeHHBIM HapylIeHMeM CHUCTOIMYEeCcKOil (YHKIMM TTPABOTO
KeyIovyKa, TalueHTaM C BOBJIEUeHMEeM B IaTOJIOTMYECKMii TIpollecc MuoKapma o060mX
SKEJTYIOYKOB, @ TAKKe MPU HATMYNUY CTTIOHTAHHbBIX HEYCTOMUMBBIX rpobeskek XKT [38-39].

Vposens yoenurenabHocTu IIb (yposens gocroBepuoctu C)

e [lpumenenne PYA mpu AJIDK pekomeHayeTcsi OGOJbHBIM C MMIUIAHTMPOBAHHBIMU
KapauoBepTepamMmu-neubpwIsiTOpaM UM peuuauBUpyOIMMy  napokcusmamu KT, mipu
HeaPbeKTUBHOCTM Y HUX MeIMKaMeHTO3HOl aHTMapUTMuecKoit Tepanun.[38-39].

VYpoBenb yoenutenbHocTH Ila (YypoBeHb goctoBepuocTy C)

Kommenrapwuit: B psde cnyuaes y O6onsHolx A/IDK oxa3vieaemcs 3spgekmueroli PYA
INUKAPOUANIbHBIM  DOCMYNOM, UMO MOoxcem Oblb C883aHO C Oonblueli 2aYOUHOU HAHOCUMBIX
8030eticmauti u 6osbuLell MOAWUHOT opmupyouezocs pyoya, a maxkxe ¢ mem, umo 'y 6onsHoix AITDK
UUKJIbL Te-entry uauje 10KaIU308aHbl 8 CyOINUKApoOUaIbHuIX 10X MUoKapoa.

HHeasusHvle emewamenscmea y 06onvHoix AIIDK conpsiyieHsl ¢ OGONplUUMU  THeXHUYECKUMU
mpyoHocmamu, — 00YC/I08JIeHHbIMU — HE0OX00UMOCMbI0  UOeHMUPUKAYUU — APUMMO2EHHOLI  30Hbl,
2emMoouHamuyeckoli HecmabunpsHocmolo uHOyyupyemovix KT u puckom nepgopayuu nopaiwéHHot
CMeHKU npagozo xenyoouka 6 xode npoyedypsl. OHU 00JIHCHbL BbINOTHIMbCS 8 CNEYUANUIUPOBAHHDIX
MeQUYUHCKUX UeHmpax, NepcoHal KOMOpwlX umeem 00CMamouHblli 0onslm nposedeHust Mmakxux
emewiamenscme [42].



4. PeaOunuranus

B Hacrosiiee BpeMmsi MPOTpaMMbl peabMINTAIMM KaK TAaKOBOW MJIST OOMBHBIX KeTyITOYKOBBIMU
HapylIeHUsSIMM DPUTMa CepAlla He CYIIecTByeT. PeabuaMTalMOHHBIE MepPOTPUSITUS [[O/DKHbI
OCYIIECTBIISITHCSI B COOTBETCTBUM C OCHOBHBIM 3a00JIeBaHMEM, SIBJISIIOIIMMCS TPUYNHON apUTMUN,
eCJI TAKOBOE MMEeeTCsI.



5. IIpodunakruka

¢ [B-6I0KaTOPBI PEKOMEHAYIOTCS IJIsI JIeUueHMsI BCeX KaTeropuii 60IbHbIX, MUMEIOIMX MOBbIIIEeHHbIN
PUCK BHE3AITHOV CMEePTH U HY)KIAIOMIVXCS B €e TIePBUYHON UM BTOPUYHO MpoduaakTuke. [8].

VpoBeHb yoequTeabHOCTH I (YypOBEHb JOCTOBEPHOCTH A)

KommeHTapuii: f-010kamopsl 8x00sam 6 cmaHoapmol jeueHus OO0NbHbIX, Nepedcusuiux UH@apkm
muokapda u OOJLHBIX C XPOHUUECKOU cepleuHoli HedocmamouHocmolo, KAK npenapameol,
yseauyusarnujue npoooNHUMeNbHOCMb HU3HU 3mux Kamezopuli nayueHmos. Jokasaxo, umo
KJ1I04€e8YI0 poJib 8 OCMUNMCEHUU IMUX Pe3ylbmamos uzpaem cywecmeeHHoe u docimosepHoe CHUXCEHUE
uacmome! ciyuaes BCC.

¢ C uenbio BTopuuHoii npodwiaktuku BCC npumenenne VK] pekomeHmoBaHo:[8].

1. 6ONTbHBIM, MEPEKMUBIIMM OCTAHOBKY KPOBOOOpaIeHys, Bbi3BaHHYI0 @K skemymoukoB miam XKT,
TOC/Ie UCKITIOUeHNST IPYTUX MPUYMH VI 00paTUMBbIX (GaKTOPOB;

2. 00/IBHBIM C OpPTraHMYECKMM TIOpaskeHMeM CepAla M YCTOMUMBBIMM mapokcusmamu KT,
He3aBJCHMO OT TSDKeCTU UX reMOAVHAMMYECKUX IPOSIBIIEHUA;

3. 60JIbHBIM C 0OMOPOKAMM HESICHOTO MPOUCXOKAEHUs, eCyiu TIpu npoBeneHmn dDU mocTuraercs
nHpykuyst OX v KT ¢ ocTpbIMU, TSDKeIbIMY HapyLIeHUSIMY TeMOAVHAMUKNA.

VYpoBeHb yoenuTeIbHOCTH I (YPOBEHBb JOCTOBEPHOCTHU A)

KommenTapuii: bo/ivHole, nepexcuguiue ycnewHyto peaHumayuto no nogody @K, a maxe nayueHmol
¢ ycmotiuugsimu napokcusmamu JXKT, npomekarwowumu ¢ HapyueHusmu 2eMoouHamuxu (npu ycuosuu,
umo amu HapyweHus. pumma cepoyd NposieUNUCL 8He ocmpoli (assl uHpapkma muokapoa uiu
803HUKNU HA (poHe Opy20li msxcesnoli XpoHUUecKoli hamonozuu cepoya) Hy#oawmcs 8 npumeHeHuu
asmomamuueckux umniaHmupyemsix Kapouosepmepos-deubpunismopos (MKI), kaxk cpedcme
emopuuHoii npogunakmuku BCC, obecneuusaiowjux y 3mux Kamezopuii 00NbHbIX 00CMOBEpHOe
CHUXCeHUe JIemansHOCMu, 3a cuem CHuxeHus uacmomat ciyuaes BCC.

¢ HasnaueHue ammomapoHa™* B KOMOMHAIIMM C B-6I0KaTOpaMy MM COTaaoma™* peKoMeHI0BaHO,
Korma IIpMMeHeHMe [-010KaTOpOB He OKa3bIBAeT BAMSHUS Ha TeueHMe PeluOuMBUPYIONINX
napokcyu3mMoB JKT nny @K 1ocsie BbIonHeHHO uMiutanTauuy UKII. [8].

VpoBeHb yoequTeabHOCTH I (YypOBEHb JOCTOBEPHOCTU A)
KommenTapuii: [IpumeHeHue comanona™* e amux yensx meHee 3hQexkmusHo, uem amuooapoHa™*,

¢ HasnaueHue aMuomapoHa™* peKOMeHIOBaHO IpY Haauuuu mapokcusmMoB JKT y GONBbHBIX C
npu3HakamMu JuCchYHKIMM JIEBOTO JKeTy0uKa, eC/Ii OHYM OTKa3bIBAIOTCSI OT MMruiantanym VK]
WJIU 9Ta OTIepanysi He MOKeT ObITh BBITTOJTHEHA M0 KAKUM-JIMO0 IPYTUM MpUUMHaM. [8].

VpoBeHb yoequTeabHOCTH I (YypOBEHb JOCTOBEPHOCTH A)

KommenTapuii: B peuieHuu 60npocos 8mopuuHoti npoQuaakmuka éHe3anHoti cmepmu 'y G0AbHbIX CO
3710KAUECMBEHHBIMU  HETYOOUKOBBIMU — APUMMUAMU,  AMUOOAPOH™™ U €20 KOMOUHUPOBAHHOE
npumeHeHue ¢ p-61okamopamu A8a0Mcs eOUHCMBEHHOL JieKapcmeeHHoll anvmepHamugoli UK/,
cnocobHoli He Mojbko npedynpexcdams peyudusst KT, HO U y8equuUBams NPOOOIHCUMETLHOCID
HCUBHU IMUX NAYUEHTNO8.

e IIpumenenne VK B uensix mepBuuHoii mpodunaktuku BCC pekoMeHAOBAaHO 6GOMbHBIM C
dpaxiumeit Beibpoca yieBoro xenymouka (OBJDK) <35% mocie MHbapKTa Muokapaa (He MeHee
yeM uepe3 40 [Helt), NOpUM HaIMUMM HEJOCTATOUHOCTM KpoBoobGpamieHuss  II-III
dynkumnonansHoro Kinacca (OK), mo knaccuduranym NYHA, mimn ¢ ®BJDK <30%, B Te ke cpoku
nocie uHdapKTa MMUOKapaa, Ipy HaIMUUY HeLOCTaTOUYHOCTY KpoBoooOpaineHus I ®K mo NYHA.
[4-5].

VpoBeHsb yoenuTeasHOCTH I (YpPOBEHB JOCTOBEPHOCTU A)

o TIpumenenne VK] B mensx mepBuuHoi mpodunaktuky BCC pekomeHmoBaHO 60abHBIM ¢ @BJDK
<35% Ha GoHe MAWIATAUMOHHON KapaAMOMMONIATUM, IIpU HAJINUUM HEZOCTaTOUYHOCTU



kpoBoo6pamenust [I-11I @K mo NYHA;[5]
VpoBeHb yoenuTeabHOCTH I (YypoBeHb 1OCTOBEPHOCTH B)

¢ [Ipumenenue VK] B uiensix mepBuyHO nmpoduaaktuku BCC pekoMmeHg0BaHO 601bHBIM ¢ DBJDK
<40% nociie nHdapkTa MUoKapa, ¢ anusopamu Heycroitunoii JKT, eciu mpu ipoBenenny dOU
mocturaercst uHAYKUys OXK mmm yeroiiumsoii JKT.[10]

VpoBeHns yoenurensHocTH Ila (ypoBeHb JOCTOBEepHOCTH B)

KommenTapwuit: ¥V 601bHbLX, HYxOarwuxca 8 nepsuutoli npogunakmuxe BCC, ee puck, kak u npu
emopuuHoll  npounakmuxe, Moxcem  Oblmb  CyWeCMeeHHO  CHUMNEH  Ha3HaueHueM  f3-
adpeHobs10kamopos, a makxce amuodapona™™ Bonee 3¢pexmusHo KoMOUHUPOBAHHOE NpUMEHEHUE
amuooapoua™* u f-adpeHo610Kamopoe.

e PekOMeH[OBaHO Ha3HaUYeHMe OMNTVMAIbHON MeOVKaMEeHTO3HOM Tepamyuy BCeM MalyieHTaM,
KOTOPBIM OTlepanysi MMIUIAHTalMM KapayoBepTepa-nedubpuiisiTopa IVIaHUPYeTCsS WM YKe
6bL1a poBeseHa. [9-10].

VpoBeHb yoequTeabHOCTH I (YypOBEHb OCTOBEPHOCTU A)

KommenTapuit: O6s3amesnvHboiM ycosuem npumeHenuss UK ¢ yensio, Kak nepeuuHoil, max u
emopuuHoii npogunakmuxu BCC, nossiwarnujum 3gexmusHocms maxoti npopunakmuku, s1815emcs
onmumaneHas MeJuKameHmo3Has mepanus, cnocoOHas obecneuums ycmoiiuugoe KaAUHUUECKoe
cocmosiHue 60bHbIX. Oma mepanus 0ONHHA NPOBOOUMbCS 8 COOMBEMCMeUU ¢ MpedosaHusIMu no
JIeUeHUl0  cepoeuHO-cocyoucmolx — 3a00/e6aHull, —NpedcmasleHHslMU 8  CO0MEemcmeyujux
pekomeHoayusx.

e [lauyeHTam c yacTori JK3, He3aBUCUMO OT HAJIMYMS UJIM OTCYTCTBUSI KIMHUYECKUX MTPOSIBIIEHWIA,
PEKOMEHIyeTCst perysisipHoe HabmomeHne y Kapauosiora u MIPOXOXKAeHMe
9XOKapauorpapuueckoro MCCAeNOBaHMSI B IIeISIX CBOEBPEMEHHOTO BbISIBJIEHMSI BO3MOKHO
BBbI3BaHHOI1 yacToii JK3 aumaTaium 1ojaocTei cepatia.

VpoBeHs yoenurensHocTH I (ypoBeHs JocroBepHOCTH C)

e [lauueHThI, MMeBIIVe IPM3HAKM BbI3BaHHON JKO myiaTauyuy MOJIO0CTe cephla A0 HasHaYeHMs
JIeUeHUsl, PEKOMEHIYeTCs] HAXOOUThCS TOJ, HaOIIoeHMeM KapAyuoiora C Ielbl0 OIEHKU
00paTHOTO pa3sBUTHUS OUIATAIMM TTOJIOCTEN cepatia mocpeactsom X0 KI.

VpoBeHs yoenutenbHocTH I (ypoBeHs JocToBepHOCTH C)

e Bce 60bHbBIE HaC1eaCTBEHHbIMM JKETYOJOYKOBBIMU aAPUTMUAMM DEKOMEHOYETCS HAXOOUTbLCA
IIoa  IMOCTOSHHbBIM Ha6J'IIO,ELEHI/IEM Kapamosiora B CIHEOMaAJIM3UPYIOIIMXCSI Ha JIeUeHUn
BpO)K,E[éHHbIX JKeJTyoJOYKOBbIX apMTMMVI MeOUIMHCKUX HEeHTpax.

VYpoBeHb yoenuTenbHoCcTU I (ypoBeHb mocToBepHOCTH C)

e Jlanmentsl ¢ WK, [OMKHBI TPOXOAUTH  DPETY/ISIPHBIA  TelleMeTpUUeCKUii  KOHTPOJIb
VIMIUIAHTMPOBAHHOTO YCTPOJMCTBA C PEKOMEHJOBAaHHOV MM IEepUOAMUYHOCTbIO (HO He pexke
OLHOTO pasa B rof).

VpoBeHs yoenurensHocTH I (ypoBeHs JocroBepHOCTH C)



6. JonmoHuTebHasAs MHGOpManys, BAUIIONIas Ha
TeyeHye U VICXO0L 3a00/IeBaHusI



KpMTepI/IM OL€HKM KauyeCTBa MQ,Z[I/IH,I/IHCKOﬁ

IIOMOIIM

Ne Kputepun kavecTtsa YpoBeHb YpoBeHb [OCTOBEPHOCTU
n/ ybeautenbHocTu AoKasaTeNbCTB
n pekoMeHaauuit
1. BbINONHEH OCMOTP BpayoM-KapAMONOroM He no3gHee 10 MUHYT OT IIa C
MOMEeHTa NoCTyM/IeHnsi B CTauuoHap
2. BbinonHeH aHanu3  KpoBM  6Guoxumuueckuii  oblieTepaneBTUYECcKUin I C
(Kanbuuii, MarHui, Kanun, HaTpuin)
3. BbinonHeHo anekTpokapavorpaduyeckoe uccnenoBaHus He nosgHee 10 I C
MWUHYT OT MOMEeHTa MOCTYMNIeHUs B CTalMoHap
4. MpoBeseHa 3n1eKTPOMMNyNbCHas Tepanus W/Wnn BpeMeHHas/MocTosHHas I C

371eKTPOKaPANOCTUMYNIALNS n/mnn nposeaeHa Tepanus
QHTUAPUTMUYECKUMU JIEKapCTBEHHBIMIW MpenapaTtaMu BHYTPUBEHHO He
nosgHee 30 MWHYT OT MOMEHTa MOCTyMnJeHnss B cTauuoHap (B
3aBUCUMOCTU  OT  MEAMUMHCKMX  MOKasaHWit M npu  OTCYTCTBUM
MEANLIMHCKUX NPOTUBOMOKasaHuit)
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Bce wienbl PaGoueii rpymnmbl MOATBEPOWIN OTCYTCTBME (DUMHAHCOBOI IMOAIEPKKIM/
KOH(JIMKTa MHTEPEecoB, O KOTOPHIX HEOOXOAVMO COOOIINTD.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMUX peKOMeHaauumn

IeneBass ayguTOPUS KIMHUYECKUX PEKOMEHIAINi1:

1. Bpaun-kapamomnoru;

2. Bpaul-TeparneBThl;

3. Bpaum 0011eii TPaKTUKY;

4. ceMeiiHble Bpauu;

5. cTymeHThl MegUIMHCKUX BY30B;
6. KIMHMYECKe OPOMHATODBI;

7. acCTIMpaHThI.

B maHHBIX KIMHMYECKMX PEKOMEHAALMSIX BCe CBeIeHMsI paH)XKMPOBAHBI 110 YPOBHIO JOCTOBEPHOCTU
(moKa3aTenbHOCTM) B 3aBUCMMOCTM OT KOJMYECTBA M KauvecTBa MWCCIeNOBAaHMUIM MO AAaHHON
pobieMme.

Ta6auma IT11. Knaccel yoeauTeIbHOCTY peKOMeHAAIMit

Knaccbl . OnpepeneHue Mpepnaraemasn
pekoMeHaauumn cdhopmMmynuposka
Knacc I [laHHble 1/unu Bceoblyee cornacue, YTo KOHKPETHbIN MeToh fleYeHus uau PekoMmeHayeTcs/ nokasaH

npoueaypa nonesHa, apdekTMBHa, UMeeT NpenMyLLecTsa

Knacc II MpoTuBOpeunBble AaHHble W/WUAW  pacXoXAeHWe MHeHWhA o nonb3e/ -
3(PEKTUBHOCTM KOHKPETHOrO METOAA JIeYEeHMS UM Npoueaypbl

Knacc Ila BONbLWWHCTBO AaHHbIX/MHEHWIA FOBOPUT O nosb3e / 3 heKTUBHOCTH Llenecoo6pa3Ho NpuMeHaTb
Knacc IIb [aHHble / MHEeHUSs He CToNb Y6eanTenbHO roBopsT O nosb3e/3dPheKTUBHOCTU MOXHO NpUMEHSTb
Knacc III JaHHble n/unn Bceoblee cornacme, YTO KOHKPETHbIN MEeToA fleYeHUs unun He pekomeHayeTtcs

npouesypa He SBAATCA MOME3HOW Wnn 3M@PEKTUBHOW, @ B HEKOTOPbIX
cnyyasax MOryT NPUHOCUTL Bpes

Ta6auia I12. YpoBHM O0Ka3aTE/IbHOCTH

A JlaHHble MHOrOYMCAEHHbIX PaHAOMU3NPOBAHHbBIX KINHUYECKUX I/ICCﬂe,CLOBaHMf;I Wnn MeTa-aHaIn3oB

B [aHHble OAHOro  paHAOMMU3MPOBAHHOIO  K/IMHUYECKOro  McciefoBaHus  uauM  KpYnHbIX  HEPaHAOMMU3MPOBAHHbLIX
nccnenosaHun

C CornacoBaHHoe MHeHue 3KCNepToB I/I/VIJ'II/I Hebonblme nccnenoBaHusa, peTpoCneKTUBHbIE UCCEA0BaHUA, PErnCTpbl

ITopsioK 0OHOB/IEHNS KIMHUYECKUX PEeKOMEeHIalmii

KnuHuueckue peKoOMeHOAIlMY OO/DKHBI OOHOBJISITHCS [0 Mepe IOJYYEHMSI Pe3yJbTaTOB HOBBIX
KJIMHMUYEeCKUX MCCAeIOBaHMii, He Jallle ueM Kaxkabie 7-10 jeT.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

ITpukas MuHNUCTepcTBa 3apaBooxpaHeHust Poccuiickoit @emeparyu ot 15 Hos6pst 20121. N2 918H
"O6 vyrBepkmeHuyu Ilopsimka OKasaHWST MEOUIIMHCKON ITOMOIIM OOJNBbHBIM C CEepHEeYHO-
COCYIMCTHIMM 3200/IeBaHUSIMU"

IMpukas MuHucrepcTBa 3apaBooxpaHeHust Poccuiickoit ®emepauyu ot 15 mionst 2016 1. N2 520H
«06 yTBepsKIeHNM KPUTEPHMEB OLIEHKM KaueCTBa MeAMIMHCKOI ITOMOIIN»

KP400. XpoHuueckuii 6oneBoit cuuapom (XBC)_y B3pOC/IbIX MAIlMEHTOB, HYKIAIONIMUXCS B
HaVIMAaTUBHOW MeIULIMHCKON ITOMOIIU
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IIpnnokenue b. Airopurmsl BejeHMs nalnyieHTa

AJITOPUTM BEJTEHVS NAIIMEHTA C JXEJIV/IOYKOBOH
9KCTPACUCTOJIMEN

IMammsrT © 92cTol MeTyIoMROECE
SRCTPRCHCTOMESE

HMeroTca BHpasEHHkE
CHMITTOMEL?
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Hzspsmerme Tedenms MMpoeegssme sxoxapaEorpadm

TIpesEsss BRISEIEHOTO
SECTPACHCTOMNER HIMEREHHA

cepamz

JA

Jlemerme me Tpefverca.
Hzfmogerms & IHE2MERS

Haspamerme megesma




IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

YBaykaeMblii ITallMIEeHT,

Bam Heo6XoAuMO 3HaTh, UTO CepAeYHbIe apUTMMUM MOTYT BO3HMKATh KaK B OTHOCUTEIHHO
3[J0POBOM Cep[lie, TaK M ObITh CJIEACTBMEM PSiZa CepbE3HBIX 3a00IeBaHIIi, KOTOPhIE HEO6XOOVIMO
BBISIBUTD WJIM MCKJTIOUMTH IIPY MTPOBEIEHNN CIIeI[MaTbHOr0 06C/IeI0BaHMSI.

XopoIIo M3BECTHO, YTO MPOOJIEMBI C PUTMOM CepAlla HepeJKO BO3HMKAIOT Ha (poHEe IIUTEeNTbHO
TEKYIIeil TMIIePTOHMYECKO Oome3Hu, Ipy pas3inuHbix Gopmax MUBC, KapauomMuonaTuu, mopokax
cepala, CMHIPOME HOYHOTO aIllHO3, JIEKTPOJIUTHBIX HAPYIIEeHUSIX, 3a00neBaHusx JErkux (XOBJI) u
LWMUTOBUIHONM >Keye3bl (TMPEeOTOKCUKO3) U Apyrux. [IpoKoHCYAbTUpPYIiTECh ¢ Bammum BpauoMm mno
MOBOMY OITMMAJIbHOTO 0O6CaemoBaHus U (P HEOOXOAMMOCTM) CIIOCOGOB JIeUeHUS] MPUUYMHBI
Bamreit aputmnn.

B HacTosimee Bpemsi MeAMIMHA 0o6namaeT GOJBIIMM apceHaJIOM CPeJCTB, CIIOCOOHBIX M3/I€UUTh
Bamy apuTmMuio mim CylecTBeHHO CHU3UTb YacTOTY M CUMMIITOMATUYHOCTb €€ 3nu3040B. C aTo
I[eJIBI0 MOTYT OBITH JICIIONb30BaHBI JIeKAPCTBEHHbIE aHTMAPUTMMUYECKNe TIperapaTsl, KaTeTepHast
abmamus, a B psiie CJIy4aeB, IpMMeHeHVe MMIUIAHTYPYeMbIX YCTPOCTB. IIpOKOHCYIbTUPYITECH C
Bamym BpauoM I10 IIOBOZY ONTMMAJIbHOIO CII0C00a Jie4eHNsI apUTMUMN.

st IpOsIBIIeHMs MaKCHMa/IbHOI 3 (GeKTUBHOCTM BCe JIeKapCTBa HY;KHO 00s13aTeTbHO TIPMHMMATh
B pekuMme, HasHAueHHOM BpauyoM. M3meHeHue o6pasa SKM3HM U peryispHas Teparnmus,
HasHAUeHHas CIeI[MaiCTOM, TIOMOTYT CO3ZaTh OJATONPHUSITHbIE YCIOBUS IJIsi MPOPUIAKTUKA
060CTpeHMiT M OCIOXKHEHMII, 4YTO 00sI3aTeJIbHO HAMIYUIIMM 06pa3oM CKaKeTCsl KakK Ha TeueHUU
OCHOBHOTO 3a60/IeBaHNsI, TaK M Ha CaMOi apUTMUMA.

Hopmanusaiusi MOBBINIEHHOTO apTepMaJbHOIO IaBjIeHMsI, KOPPEKIMSI OCHOBHOIO 3ab6oyieBaHMS
cepaila, YpPOBHSI KaivMs, TOPMOHOB INMTOBMIHON Keje3bl, 6Gopbba C JIMIITHMM BECOM M
TUTIOAMHAMMEl TIOMOTaT CYIIeCTBEHHO YBeIU4YUTb 3(DGEeKTMBHOCTh aHTUAPUTMUUECKOI
Tepanun.

Eciu mosiBjieHme apuTMMUM BbI3BAHO BaliM 5MOLMOHAIbHBIM IIepeHarpsibkeHneM, a Baia pabora
CBSI3aHA C ITOCTOSIHHBIM CTPECCOM, ITPOKOHCYIbTUPYIATECH C IICHMXOTEePAIIeBTOM WMJIM IICUXOJIOTOM.
Bpau MoxeT HayuuMTh Bac MeTomaM ayTOTpPeHMHTa M CaMOKOHTPOJS. [Ipy HeoOGXOmMMOCTH
[CUMXOTEpareBT IombepeT cemaTMBHbIE IIperapaTthl, HampuMep, HACTOWKY BaJepyUaHbl,
MyCThIPHMKA, BAJIOKOPAVH 1 TIP.

YBakaeMblii TTallVeHT,

HIDKe TpencTaBieHa wHboOpMalus, Kotopas Bam MOHAmOOUTCS AJI TOATOTOBKM IOCEIIeHMs
Bpayva:

1. Hy’kHO GbITh TOTOBBIM PAacCKa3aTh 0 6eCOKOAIMX Bac cuMIToMax, a UMEHHO:
Kak maBHO apuTMuMs Havaia Bac 6ecriokouTb?

CKOJMIBKO pa3 TMPUCTYIbl WIX CUMIITOMBI TOSIBJSUIACH 3a TOCTeJHUE MECSIIbl (XOTSI Obl
MpuoIM3UTeNbHO)? KaKOBbI ObUIM BpeMEeHHbIE MHTEPBATbl MEKAY MPUCTYIIAMM Y CUMITTOMaMM?

Kaxk n3meHmnioch Baiiie caMOuyBCTBYE 1 CMMITTOMBI 3@ BpeMst 60ie3Hmu?

Ecnu 6nmuskue Bam JIIoan Ha6mo;1am/[ CUMIITOMBI apDUTMMUM B MOMEHT IIPUCTYIIA, IIOMPOCUTE UX
OIINCATb UX.

Yro obseryanao cMMIITOMBI apuTMum? YTo Bel ipeanpuHUMAanyt Jjst [UarHOCTUKY U JIe9eHUsT?

Ecmn Bbl yke TpUHMMAaIM WM MPUHMMAaeTe Kakue-Tnbo CepaeuyHO-COCYAMCTbie Ipernaparsl,
pacckaxkute 06 3TOM Bpady (JIy4llle MMETh CITMCOK MPernapaToB ¢ rpaduKoM IpreMa B TeUeHMe

CYTOK).

2. Pacckakure Bamemy JOKTOPY O TOM, K KaKMM CIIELUAIMCTaM BbI yke oGpalnaamncey mo
nosoay Bammx >kano6.



ITo okoHYaHUM BU3MTA K Bpauy Bbl JOIKHBI 3HATh OTBETHI HA CIeAyIollyie BOIIPOCHI:

KakoB mMoJi 1yarHos?

KaxkoBbI BepOsITHbIE TPUUMHBI aPUTMUN?

Kakym 06pa3soM apUTMUsI MOKET CKa3aTbCSI Ha MO€i JabHeIIein skusum?

Kakoe o6citejoBaHe HeOOXOIMMO IIPOATI?

KaxkoBbl BapyaHTbl MOETO JIeUeHUsI?

Kakue pucku, mpeumMyiecTBa 1 HeskenaTe/lbHbIe SIBJIeHMS CBSI3aHbl C K&KIbIM U3 3TUX BAPUAHTOB?
YTO 51 MOTY CZe/IaTh, IJIsl TOTO YTOOBI YAYUIINUTb COCTOSTHIE MOETOo cepia?

V KOTO sI JO/DKEeH HaOII0maThCs B CBSI3U C apUTMMEN?

CnemyeT M MHe TOCIIUTAIM3MUPOBATHCS B CIIEIMaTM3UPYIOIIeecs: Ha JIeYeHUY HapylleHuii puTMa
cepAua otaenenue?



IIpnnokenmne I.

IIPUIOXKEHMUE I'l. TMATHOCTUYECKUE KPUTEPUN APUTMOTEHHOI

JUCITVIASUN-KAPTNOMMUOITATHUU ITPABOT'O JKEJTV/IOYKA

Fpynna npusHakos

Bonbliune Kkputepun

Manblie kputepumn

CeMeiliHblii aHaMHe3

e Hanuuune AOMK y [ET
POACTBEHHWUKOB (I NVHUN) npu
noATBEpPXAeHUN AnarHosa B
COOTBETCTBUU c HbIHELHUMYK
KpUTEpUAMHU;

o Hanuune AAMXK y 6ansknx
POACTBEHHUKOB (1 NNHUK) npu

NOATBEPXAEHUN AMarHosa no AaHHbIM

naTOMOpCbOﬂOI'MLIeCKOI'O nccnenosaHusa

(post mortem Ha ayTtoncuu unm
6uomatepuana, nosy4YeHHOro npun
nposeaeHun Kakoro-nv6o

XUPYPruyeckoro BMeLLaTebCTBa).

Hanunuve ALMXK y 6auskmx poactBeHHukoB (I

JINHWM)  NpU  HEBO3MOXHOCTU MOATBEPXAEHUS
3TOro [uarHosa B COOTBETCTBUM C HbIHELIHWMMN
[INarHoCTUYECKUMUN KPUTEPUSIMK;
BCC 6nuskoro poactBeHHuka (I nuHum) B
Bo3pacte Ao 35 net, kotopas Morna 6biTb
obycnosnena AAMX;

MoATBEPXAEHHBIV B COOTBETCTBMU C HbIHELIHUMU
KpUTEPUAMU unm Ha OCHOBaHWK
naTosIoroaHaTOMUYECKOro UccnefoBaHus AnarHos

AOMX y poacTBEHHUKOB II NUHUK.

PesynbTatbl
reHeTU4YecKnx
uccnenoBaHuin

BbiiBNieHWe y MauMeHTa reHeTn4eckoi
MyTauuu, CBsi3b KOTOPOM C pasBUTUEM
ALMXK pokasaHa

OTcyTCTBYIOT

BbifiBNeHHblE

HeyctoiumBass wnu yctonumsas XT c

HeycTtoumBas unu yctoinumsas XT, ucxoasawas

HapylweHus putMa Mopdonorveii komnaekcos QRS no Tuny
cepaua BJHMI 1 HanpaBneHWeM 3neKTpU4eckoun
ocy BBEpX (OKEey[0YKOBbIV KOMM/EKC Tuna 13 BblHOcsAWero Tpakta [DK, Mopdonorueit
QS B otBegeHuax II, III, aVF wun c
25E§’6“aﬂa””eM 3ybua R B oTBeseHun BJIHMI ¥ HanpaBneHWeM 31eKTPUYEecKon ocn
BHM3 (KeNnyAouKOBbIA Kkomnnekc Tuna QS B
oTBeaeHun aVL u c npeobnagaHvem 3ybua R B
oTtBepeHusix II, III, aVF) unn eé HeusBecCTHbIM
HanpaBneHuemM;
e bonee 500 X3 B CyTku no  AaHHbIM
XONTEepOBCKOr0 MOHUTOPVMPOBAHUN.
SKr-npusHakm SnCcUNoH-BOMHA (BOCNPOM3BOANMBIN n
HapylweHus HWU3KOAMMIUTYAHbIN curHan Mexay ¢ llospnve noTeHumarbl XKENYAOHKOB,
Aenonsipusaummn M | okoHuyaHmeM QRS wu Hauyariom T B
npoBOAUMOCTHU npekopananbHbiX oTBeAeHMAX, Yaue Vi-V3 onpeAeneHHble Kak MuHMMyM no 1 w3 3
cepaua, (puc. 15).

perncrpupyeMbie  Ha
CUHYCOBOM puUTMe

napamMeTpoB Ha CuUrHan-ycpeaHéHHon 3KI, npu
anutenbHoctn QRS 2110 Mc Ha cTaHZapTHoM
SKT;

dunbTpupoBaHHas AnutenbHocTb QRS  (fQRS)

>114 mc;

[NUTeNbHOCTb  HWU3KOAMMAWTYAHOrO  CUrHana
(<40 MkB) koHeuHol yactn QRS =38 mMc;
CpenHee KBajpaTU4YHOe BOJIbTaXa KOHEYHbIX
40 mc QRS <20 MkB;

AnuTenbHOCTb KOHEeYHOI aKkTuBaumm
XKENYJOYKOB, W3MEPEHHOW OT HU3WeEN TOouKK

3ybua S Ao okoH4yaHus QRS, Bkawouas R’ B

otBeaeHnax Vi-Vz =55 Mc npu oTCyTCTBMM

nosnHou BMAHMT.

SKr-npusHakm
HapylieHus
penonsipysaumm,
peructpupyembie Ha
CUHYCOBOM puUutMe

OTpuuatenbHble 3ybubl T B npaBbiX
rpyAHbIX oTBEeAEHMAX (V1-V3 [
BO3MOXHbIM pacnpoCcTpaHeHWeM Ha Apyrue
rpyAHble OTBEeAEHUsl y MauMeHTOB cTaplue
14 ner npwu oTcyTcTBMM nonHon BMHMAM
(puc. 15) c yBenMYeHWEeM AUTENbHOCTU
QRS =120 mc.

OTpuuaTensHble 3ybubl T B oTBeaeHusx Vi-V, y
nauneHToB cTaplie 14 neT, He UMEeKLMX NOHOW
BMHMAI nnn B otBeaeHusax Vg, Vs unnV;

WHBepcusa 3ybuos T B oTBeaeHusx Vi,Vo, Vi 1 Vg4

Y NauueHTOoB CTapue 14 NeT, MMerLWnx NosHYK

HapyweHnus obwein u
nokanbHoi

COKpaTUMOCTH
muokapaa MK no
AaHHbIM

BMHAT.
3xokapauorpadpusa
HapylleHuss  nokanbHOW  COKpaTUMOCTW | HapylueHusi noKanbHOW COKpaTUMOCTW Muokapaa MK
mMuokapaa MK (akuHesus, AucKMHesns) | (aKuHesWs, AUCKUHE3WS) U OAWH U3  creaylolmx




BU3YaNM3Mpyrowmx unu aHespmsma MX 1 0ANH U3 cneayrowmx NPU3HaKoB (M3MepeHne B KOHEYHYIO ANacTony):
MeToAUK NpuU3HaKkoB (M3MepeHWe B  KOHEYHYIo K
auacrony): = pasmep BbIHOCSILLErO TpakTa no
= pasMep BbiHocAwero TpakT MK no napacTepHanbHON AAMHHOW ocu 29-31 MM (npu
napacTtepHanbHoun AnvHHOMN ocu HOpManu3aumMu Mo Nolaan NOBepXHOCTU Tena
>
>32 MM (npu HOpManusauuMum Mo 16-18 MM/M2);
noWaAn nosepxHocTu Tena 219 MM/ = pasMmep BblHOCAWero Tpakta MK no kopoTkoi
2y.
M%); ocu 32-35 MM (Npu HOopManusauuu no nsowaaun
= pa3Mep BblHOcAwWwero Tpakta [MX no NoBEpXHOCTU Tena 18-20 Mm/M2);
KopoTkoit  ocu 236 MM (npy = naaHumeTpuyeckas dpakuus Bbibpoca MK 34-
HopManusauum no nnowaan 40%.
NoBepXHOCTM Tena =21 MM/M2);
= nnaHuMeTpuyeckas dpakums Bbibpoca
MK <33%.
MarHuTHo-pe3oHaHcHasi Tomorpacgusa
HapylweHuss  nokanbHO  COKpaTUMOCTU HapyleHus nokanbHOW COKpPaTUMOCTM MUOKapaa
MUokapza (akvHesusi, AWCKUMHEe3ns) unun (akuHesus, LAVCKUHE3NS) wnm ACUMHXPOHHOE
acvHXpoHHOe cokpalleHne MXK u oavH n3 | cokpatienne MXK v 0AUH M3 CneayoLWNX NPU3HAKOB:
cneayoLWmnx NpusHaKkoB:
= COOTHOLLEHWE KOHEYHOro  MacTONIMYecKoro
= COOTHOLUEHUe KOHEYHOro
pasmepa MK k nnowaan nosepxHoctn tena 100-
Anactonuyeckoro  pasmepa Kk
109  ma/M2  (MyXuuHbl) uam  90-99mn/m?
nnowaan noBepxHocTn Tena =110 mn/
(OKEHLWMHBI);
M2 (MyXuuHbl) UM =100mn/m?
= Opakumsa seibpoca MX 41-45%.
(OKEHLLMHBI);
= Opakums Bbibpoca MK <40%.
PeHTreHo-KOHTpacTHasA BeHTpukynorpadus
HapyweHusi  nokanbHoOi  cokpatumoctn | -
mMuokapaa MK (akuHesns, AUCKUHE3NS)
nnun aHespusma MX.
OaHHble . OctaTtouHble (residual) kapanoMmouUTbl OctaTouHble (residual) kapavMOMMOUMTBLI COCTaBNSAOT
3HAOMMOKapAuasbHOWU cocTaBnsT <60% oT obuwero KonmMyecrsa 60-75% oT obuwero KonuyecTsa KNETOK Mpwu
6uoncumn K/IETOK Mpu MOP(HOMETPUYECKOM aHanuse MOP(OMETPUYECKOM aHanuse (50-65% npu

(<50% npu noacyete) c  HUEPO3HBIM
3aMelleHneM Muokapaa, Npy Hanuyum unu
oTCYTCTBUM XVNPOBOro 3aMelleHuns
Muokappa xots 6bl B 1 6uonTate
cB0O60AHOM cTeHKM MXK.

noacyete) ¢ GuHpPO3HbLIM 3aMelleHMeM MUoKapaa,
NPY HaNUYMW MU OTCYTCTBMM XMPOBOrO 3aMeleHuns
Muokapaa xoTst 6bl B 1 6uonTaTe cBO60AHON CTEHKM
MmxX.

MpumeyaHune: AAMXK — apuTMoreHHas Aucnnasusi-KapauMoMuonaTvs npaBoro >enyaouka; BJIHAT — 6nokaaa neBO HOXKMK
nyyka Muca; BMHMNIC — 6nokaga npaBoi HOXKKM nyyka [uca; XT — xenyaoykoBas Taxukapaus,; X3 — xenygoukosas

3KCTpacucTonnsa

IMPUJIOXXEHME T'2. IIPOTUBOAPUTMUWYECKUE ITPEITAPATBHI,

VICIIOJIb3VEMBIE B JIEYUEHUU JKEJTY/IOYKOBBIX APUTMUN




IIporueoapuT | Cpeanana | HemenaTeanHble IMorasa | IIpoTHEOMOKAIAHHA CO CTOPOHEI CEPALIA
MHYECKHE cyTouHan | 3ddeRThI HHS H MepPhI MPES0CTOPORHOCTH
TNpEnApaThL Ao3a Jus
(rmace TpHEMA
npenapata®) | EHYTpB
(ur/cyr)®
Ipoxannamu | 2000- CHINB, MBATTHE, KT JucdyHina cHEYCOBOTO Y3Ia (IpE
a** (IA) 4000 BACKYJIHT, oTcyTeTEHE JKC); cephesHble HapyIIeHRT
EOMIaHOIHOIOACOHBIT AB-nposegesna (mp otcyTersas SKC);
CHHIPOM, HAPVIIEHHA BHY TPEHETY J0TROEOT O
ATPARY OIS, TNpOESISHRT; pades NepeHeCeHHEIR
THIIOTEHZHA, wmEfapeT MEokapaa; MBC; XCH;
APHTMOTeHHOS NeHCTEHE cumzenne PBIDE; remoTemsmg; cHEIpoM
(TdP, MomOMOpdHAR Bpyrama.
ET).
Jlannakonnr | 75-150 TonoBoRpY HeHHE, F03. AT | Imcdymiarma cHEYCOBOTO Y3Ia (IpH
HHA HapVIIeHHA oTcyTeTEHE 3K C); TIRense HapyIeHAT
rHApodpormT KOOpTHHAIIHE, AB-nposenesms (mpm oTcyTeTEEE IKC);
**(IC) THILTCTIELL, HapyIIeHHA EHYTPICESTy A0IROECT O
APHTMOTEHHOE JelcTERE TMPOBEIEHAT; paHes NepeHsCEHHEN
(vomoropdmaz HT), medapeT Maokapda; HEC; XCH:
Tpanctopuamrs $I1 B cumzemne $PBILE: nopaseHne KIaNaHoE
TIT, oTpHUATeNEHELH Cepana ¢ HapVIIeHHEN TeMOTHHANHEH,
HHOTPOIHEN 3didesT. cHEIpoM BpyTama; HacTecTEEHHEIR
CHHIPOM YATHHEHHOTo HETepEana QT.
Iponadenon | 450-750 | BrpaxeHmoce B3, AT | Oucdymans caeycororo yima (mpe
** (IC) pacmmperne QRS, otcyreTemn JKC); SIVTII (mpr
Hapymerns AB- OTCYTCTEHH TEDAIHH IPETapaTanH,
OpOEEeHAT. onorspyromEne AB-nposegenHe);
Hapymenna §y e TAEeNEe Hapymennd AB-nposegenna
SHEITYA0HO-EHIIETHOTO (mpe orcyTersem SKC); Taxenne
TPAKTE, APHTMOTEHHOE HAPVIIEHHA BHY TPEHETY J0TROEOT O
JeHcTERE (MoHoMOopdHAR TPOESJEHNAT; paHes [epeHece]
KT, peaene corydamn wmEfapeT MEokapaa; MBC; XCH;
TdP), Tpascthopuams crmserne $BIDE; nopaserne KIaNaHaos
&I1E TII, Cepana ¢ HapVIIeHHEN TeMOTHHANHEH,
OTPHITATETRHELE cHHEIpoM BpyTata; HACTeCTEEHHBI
HHOTPONHEBE 3diderT. CHETPOM YATHHEHHOTO HETepsana QT
(Epome LQTS3); mprey mpenapartos,
vomEEAromE mETepsat QT.
TusTHaavueo | 150-200 | Brpazenmoe D, AT | JuctyHxmma cHEycoBors ysaa (Ope
TMPONMHOHHIIT pacmuperns QRS, orcyTeTere 3KC); TaEenee HapynIeHET
oOKCHKapOoHE Hapymerms AB- AB-nposegesna (mpm orcyTerems 3KC);
namuHopenoT IPOBEJEHHT, HApVIIEHHA EHY TPEHETY J0IROBOT o
uasan™* (IC) BPHTMOTEHHOE JeHicTEHE TMPOBEJEHHT; panee NepeRsCeRHEI
(rromonopdmaz JHT, wmrbapeT nrokapaa; HBEC; XCH;
pearo — TdP), cumxerne $BIDE: nopaseHne KIaNaHOB
Tpancthopuama $I1 s CepAUA ¢ HapyIISHHEM FeMOIHEANEER;
TIL, romoEokpyAeHE:, cHEgpon bpyrana; HacnedcTESHEEN
HapyIIeHHa CHETpOM YATHESHECTC HETepeana QT.
EOODTHHAITEE, THIUTOMHA
OTPHITATETEHED
HHOTPOIHEIE sdiberT.
Bera- Pazawun | Bpomxocmasa, 03, AT, | AmedyHKITHA CHEYCOBOTO Y3Ia (IpH
agpeHoGmoKa | Ble 03Bl | THIOTEHSHA, EBpomdeH | orcyTeTerE SKC); Tomense HapyIIeHRT
Topsi (IT) OTPHIATETEHER HEIH AB-nposegernd (mps oTcyTeTEER 3KC);
HHOTPOIHBI 3dderT CHHOPOM | THIIOTEHSHA, IeBOEETyI0UEOELT
CHHYCOBAA OpATHEAPIHA, | VITHHEH | HEJOCTATOMHOCTB B OCTPOM IEPHOTE
AB-tnokana, HOTO HHGApETa MHOEZPAA;
MOBEIIIEHAAT HHTEpEa | ASKOMIeHcHposaEHas XCH; cTemoxapgea
FTOMITASMOCTE, 1a QT, TpramyeTana, OpOHXCOOCTPYRTHEHEIR
JempeccHd, cexcyansraeie | KIDET CHEIPOM.
paceTpoficTea
Axmrogapon®* | 400 ITaeemonsT B GHOpOS KT, €K | Komeeeckse cOCTORHHNA B
NETEHX, THIOTHpPE: H COMYTCTEYIOIAA TEPANHA, CONPANEHHAT ¢
THIIEpPTHPEDS, yomHHeHHeN HETepEama QT;
thoToCEHCHONTHSAIEA HACTENCTEEHHEN CHEIPOM YATHHEHHOTO
(tmomeToBOE nHTepsana JT; cHEycoRad OpagHEapIA;
OEpAIIHEAMEE KORH), AECOYEIIEA CHEYCOEOrC YaiIa (IpH
TENETOTORCHIHOCTD, orcyreterm JKC); Tamenee HapymeHna
CHEYCOERT OpaTHEapIET, AB-nposegerma (mpm oTcyTeTEmR SKC)
VIATHHEHHE CerMeHTa
QT, gpatime pegeo TdP.
CoTrazon** 160-320 | Amazorerso - 03, AT, | AmedyHKITHA CHEYCOBOTO Y3Ia (IpH
(TII) apencfIoRaTOpa, (AKITYX) | orcyreterm 3KC); mapymesns AB-
VI THHEHHE HHTEPEATA - TmpoEegesHEd (mpH oTeyTeremH SKC);
QT, aprTMOTEHHOE Toxenat XCH; crenorapamn
aefctere TdP TIpHAIMMETATA; HACTENCTEEHHBIH CHEAPOM
yamuHerHOro HHTepsata QT opaen
Tpenaparos, yATHEaomEns HeTepsan QT,
OpOEKCOGCTOVETHERBI CHEAPOM.
Bepamamua®* | 240-320 | Orpauarensses Jlepomen | Jucdymama camycosoro ysaa (mpa
Iv) HHOTPOIHEE 3diderT YAOUKCE | OTCYTeTEME JKC): TTEense HapyIIeHHET
(ocobermo opa agz AB-nposegerna (mp oTcyTeTEER SKC);
cumzenncl PBITE), taciEEy | OpagHMEapIHE, THIOTSHIHA,
CHINE, HAPYIIEHRA JAPHAT | JEEOEETyACUECEAE HeJOCTATOUHOCTE B
by HELFH HeTyJ0TH0- OCTPOM MepHode HEPapETa MHOKApIa;
EHIIEYHOTO TPAKTa, mua, KT | HCH; smaunrensroe camaesne DB
THIOOTEHSHA, CHHYCOEAA | H3 SIVTII mpH HATHEHE JONOIHATEIEHER
opamemapmaa, AB- EBRIHOCA | IyTeH nposegesss (WP W-cHmgpos).
QmoEama. mero
TPaKTa
TPABOTT
HIH
JIEBOTO
ey I0T
Ea.
IIpumeyanus:

8 Knaceudmraims E.M. Vaughan Williams ¢ gononuenusimu D.C. Harrison,;

b B Ta6J'II/ILLe YKa3aHbl JO3bI ITpernapaToB, UCIIO/JIb3yeMble ITPpM JIEUEHUNM B3POC/IbIX MTALIME€HTOB;




¢ Corasion MOkeT 6bITh MUCTONb30BaH y 60abHbIX AKIDK, omHako maHHbIe 0 ero 3hdeKTUBHOCTY U
6e30MacHOCTM NP JaHHOM 3a60JIeBaHUY TTPOTUBOPEUMBBHI.

** mperapat BXoguT B mepedeHb JKHBJIC

LQTS3 = cungpom yayiuHeHHOTO MHTepBana QT 3-ro tuna; TdP = nmonumopdHas xenyqoukoBas
taxukapaus tuna nupyaT (Torsade de pointes); WPW-cungpom = cuHgpom Bombda-ITapkuHcoHa-
Vaiita; AKIDK = apuTMoreHHasi KapAMOMMOIIaTMSI IIPaBOTO  >Kemygodyka; AB =
aTpuoBeHTPUKY/SIpHbIN; [KMII = runeprpodudeckass kapamomuomnatus; K3 = kemymoukoBast
arcrpacucronusi; BC = wmmemudeckast 6ome3ub cepama; KIDKT = kaTexomaMuHeprmyeckast
ronuMopdHast JKeaygoukoBast Taxukapaus; JOK = jeBblii jKeyoouek / JIeBOKEeTyIOUKOBbIi; TII =
Tpenetauue mnpenacepauit; ®BJIDK = dpakius BbiOpoca eBoro skemymouka; XK = dubpmmasims
skerymoukoB; OI1 = pubpwstaus npencepnuii; XCH = xpoHndeckas cepaevHast HeTOCTaTOUHOCTb;
OKC = 35mekTpoKapAMOCTUMYIISITOD.

IMPUJIOKEHUE I'3. PEKOMEHJIAIIVIU I10 ITPO®UIAKTUKE BHE3AITHOW
CMEPTH V BOJIbHBIX APUTMOTEHHOW TUCIIJIA3UEN-
KAPTUOMUOIIATHUEN IPABOTI'O JKEJTVIOUKA

Kateropus 601bHbIX ®daKTopbl pucKa PekomeHpaumn

[AnarHoctuposaHHas Bblcokuii
AOMK

puck BCC MepexwuTtas octaHoBKa cepaua;

MMnnaHTaums KapavosepTepa-agedunbpunnstopa

[IOKYMEHTUPOBaHHble Heob6xoaunMa;

yCTOoWumMBbIe Mapokcuambl XT /

MOCTOSIHHbIV NpUéM B-aapeHob10KaTopoB.;

anu3oabl PX; e 06lMe pekoMeHJaunn (OrpaHMyeHne Harpysok);
e CUHKOMasbHble COCTOSIHUSA e cucTemaTMuyeckoe HabnoaeHne
(nckntoveH HeapuUTMUYecKuii
reHes)
YMepeHHbIN
puck BCC e BblpaxeHHoe CHWXeHne e MMnnaHTaums KapavosepTepa-aepubpunnstopa
CUCTONNYECKOMN byHKUNK MOXeT 6bITb LlenecoobpasHa;
npaBoro Xenynoyka; e TMOCTOSIHHbIV NPUEM B-aapeHo610KkaTopoB;
e fopaxeHue Muokapaa oboux e 06LMe pekoMeHAaLmMKn (OrpaHuyeHne Harpysok);
XKesly[04KOB; e cucTeMaTuueckoe HabnogeHne
e HeycTo/umBble Npobexkmn XT
Huskui Bce ocTanbHble 6onbHble [« " 6
puck BCC BEPUPULINPOBAHHBIM MarHo30M e MMnnaHTauus kapavoBepTepa-AedubpunnsTopa He
K, He wumMeowme ¢akTopos
BbICOKOIO Y YMEPEHHOro pUcka nokasaHa;

MOCTOSIHHbIV NpUéM B-aapeHo610KaTopoB;

obLme pekomMeHaaLUMKN (OrpaHNYeHne Harpysok);

cucTemMaTuyeckoe HabnwaeHne

BeccuMnToMHble  HOCUTENWM  MATOrHOMOHWYHBIX  AAMK  reHeTUyeckux
MyTauum

O6wme pekoMeHAauuUn (OrpaHUYeHne Harpysok);

cuctemaTuyeckoe HabnoaeHve

Mpumevanusa: AAMK — apuTMoreHHas Aucnnasus-kapavnoMmmonaTns npasoro xenyaodka; BCC — BHe3anHas cepaeyHas cmepTb; XT —
xenyaoukosas Taxmkapauns; ®X — dunbpunnaums xenyaoukos




