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KiaioueBsbie CJioBa

JKenymoukoBast SKCTPaCUCTONMS

JKenymoukoBas TaxuKapous

OUOPUAIAINS XKETYT0UKOB

BHe3arHas cepaeyHast CMepTh

MenukaMeHTO3Has aHTUapPUTMUUYECKas Teparins
VIMI1aHTUpYyeMbIii KapayoBepTep-aeduopuasTop
PagmouacTorHas abmanys

CuHIOpOM yIyiMHeHHOro uHTepBana QT

Cunpgpom bpyraza

KaTexonaMmumHepruueckas moaMMopdHasi xkeyqouKoBasi TaxuKapaus
CuHIOpoM yRKOpOoYeHHOro uHTepBaia QT

ApuTMoreHHas IMCIIa3UsI-KapaAMMMUOTIaTISI TPABOTO KeJTyd0uKa.



CIIMCoOK CoKpalleHun

TdP - mnonumopdHasa >KelymoukoBas TaXMKapAusl TUIIA <«IIUPYIT»
(torsade de pointes)

AB — aTpMOBEHTPUKYISIPHbIN

AIIDK - apuTMoreHHas OMUCIUIa3US-KapAMOMMUOIIATUS IIPABOro
JKeJTyIo4Ka

BCC - BHe3amnHas cepaeyHasi CMepTh

KT - kenymoukoBasi TaxmuKapaus

JKD — Kenygo4KoBasi 3KCTPaCUCTONUS

MBC — umemMmmnueckast 60yie3Hb cepiia

VK]l - “MJIIaHTUPYEMbIii KapaAnoBepTep-aedhudopuiIsSTOp
KT — xomnbioTepHast Tomorpadus

JDK — neBblIii xenynouexk

MPT - MarHUTHO-pe30HaHCHasi ToMorpadus

HIDKT - HemnpepbIBHO peliMaNBUPYIOIAS KeJTYyI0UYKOBas TaXUKpPaaus
IDX - mipaBblit xXenygodyex

PYA - pagmouacToTHas abnaiusi

CYUQT - cungpom yaamHeHHOro nHrtepsana QT

TJ)K — TperneTaHue Xenyg0uKkoB

®B - dpakuys BpIOpoca

@®XK - GubpMILISLINS KeTyI0UYKOB

XM 3KT' - XontepoBckoe MOHUTOpUpoBaHue KT

ODU - snexkTpodM3noIornIeckoe ucciegoBaHmue

9XO KT - 9xokapauorpadus



TepMMUHBI U onIpeae/IeHUs

JKenmymoukoBast 3KCTPaCUTOAUS —  IIpeXiaeBpeMeHHast (110
OTHOILIEHNIO K OCHOBHOMY PUTMY) 3/JIeKTpuJeckasi akTUBalus cepiia,
MHOYIMPOBAHHAS MMITYJIbCOM, MCTOYHMK KOTOPOTO HAXOOMUTCS B
HOXKax MJIM pa3BeTBJIeHMSIX myuka ['mca, B BojoKHaxX ITypkuHbe min
pabouem MMOKapje sKeayq0uKOB.

JKenmygoukoBasi TaxXMKapaus — YCKOPEHHbIM pPUTM (KaK MUHUMYM 3
Komriuiekca QRS c yacToToi cepaeuHbIX cokpaieHuii 6onee 100 ym./
MMH.), UCTOYHUK KOTOPOTO HAXOOUTCSI B HOXKKAX MU Pa3BeTBIEHUIX
nmyuka [uca, B BoMOKHax IlypkuHbe wiaM paboueM MMOKapie
SKeJTyOOUYKOB. YCTOMUMBOM CUMTAETCS TaXMKapaus, IMPU KOTOPOM
IUJIUTEIbHOCTh MMAapOKCUM3Ma paBHA wWianM TIpeBbiiiaer 30 cek., a
HeYCTONYMBOM — MeHee 30 cek.

PenruMnpokHasi >KeJIyIO4YKOBasi TaXUMKapaus — I1apOKCU3MaJIbHasI
SKeTyI0uKoBast TaxuKapaus, 00yc/IoB/IeHHASs MeXaHM3MOM
TIOBTOPHOTO BXOJla BOJIHBI BO30OyKmeHust (re-entry). IlaHHast ¢popma
TaXUKapAUM MHOYIUPYETCS KeJTYAOUYKOBOJM SKCTpacUCTOIMei (MUin
SKeTyIOYKOBBIMM ~ 3KCTPACTMMy/JaMM B XOle BHYTPUCEPIEUHOIO
JIEKTPODU3NOIOTUUECKOTO  MCCIeAOBaHMS) U MOXKeT  ObITh
KYIIMPOBAHAa C MIOMOIIILI0 CTUMYJISIIIMM JKEJTyTOUYKOB.

ApI/ITMOI'eHHaﬂ AUCIIa3mnuA—-KapanoMHnoIIaTmsa IIpaBoOro
XEeJIYA0OUYKa — TEeHeTUYeCKM [OgeTepMMHMPOBAHHOE 3aboeBaHMe
cepana, KOTOpOMY XdapPaKTepHO 3aMelnleHnne MMOKapaa

IpeuMyIlieCcTBeHHO mpaBoro xenygouka (IDK) skupoBoin u
COenVIHUTENbHOM TKaHSIMU.

KaTexonamuHepruyeckast nmoaumopdHast XT
(Catecholaminergic polymorphic ventricular tachycardia;, CPVT) —
HaC/IeICTBEHHOe 3abojieBaHMe, TIPOSBISIONIeecsS TMapOKCU3MaMU
noauMop@Hoit uau aByHanpasieHHoi KT, Bo3HMKaOIMMKU Ha poHe
dbusnyeckoit HaArpysku MaM SMOIMOHAJIBHOTO CTpecca, Hepeako
MIPOTEKAKIIMMM C [TIOTepeit COSHAHUS.

dacuMKy/IsIpHasl JIeBOXKEJIYJAOYKOBasA TaxuKapauss — penkas
dopma mapokcusManbHO MoHOMOpdHOI KT, B OCHOBE KOTOPO¥
JIEKUT MEXaHU3M re-entry C ydyacTueM B L€ LOUPKYISLNUMU BOJTHBI
BO30OYKIeHMsI 3aHe-HIDKHEro pa3BeTBJIeHUS JIeBOM HOXKKM ITy4yKa
I'ca.



HenpepsiBHO penyausBupymooumiass (HenmapokcusmaiabHasi) JXT —
penkast dopma moHomopdHoit KT, 06yc1oBIeHHasT MAaTOIOTMYECKUM
aBTOMATU3MOM WM  TPUITEPHON  AKTUBHOCTbIO  (MCTOYHUK
TaxXMKapAuu, Kak MpaBua0, HAXOOUTCS B BBIHOCSIIEM TPaKTe MPaBOro
KeJlyJouka, B 30He, PACIIOJIO)KEHHOM HeIOCPeaCTBEHHO MOf,
KJIallaHOM JIErOYHOM apTtepuu; npyroe e€ HasBaHue — KT wu3
BBIHOCSIIIETO TPaKTa MPaBOro KeJIyI0uKa).

BHe3anHasi cMepTbh — 3TO CMepTb, OT KOTOPOi1 IepBble CUMIITOMBI
YXYIIIeHUs COCTOSIHMS TalieHTa OTIe/leHbl CpPOKOM, He Gosee 1 yaca,
a B peaJibHOM TIIpaKTUKe 3TOT IIepuof, HepemKko U3MepseTcs
MUHYTaMMU.

IlepBuuHas npodmiakTUKa BHe3aIMHOV CMEpPTU — MEPOIPUSITHUS,
HalpaB/ieHHble Ha CHWwKeHue pucka BCC vy jun, uMewmmx
roBbilieHHbI puck BCC, HO 0e3 aHaMHe3a YrpoXKaOIUX >KU3HU
apUTMUI UK TIPeJOTBPAIeHHOM OCTaHOBKM CcepAlia.

BropuuHasi npodmwiakTuKa BHE3aITHON CMEPTU — MepOIpUSITHS,
HarpaBJ/ieHHble Ha CHMKeHMue pucka BCC y anui, MuMerIIMxX aHaMHe3
YIPOKAWOIIUX KU3HU apUTMUIN WU TPefoTBPAILeHHOM OCTaHOBKU
cepaua.

Cunapom AupepceHa-TaBuiaa — pengkast dopma 3abomeBaHMs, IIpU
KOTOpO¥ ynnuHeHue uHTepBana QT compoBOXIOaeTCs MOSBIE€HUEM
BojaHbl U, mapokcusMaMy KakK MOJAMMOPHOM  KemyaouyKOBOIA
taxukapauu Tuma TdP, Tak u ABYHAIIpaB/JIeHHON >KeTyI0YKOBOIA
TaxXUKapIAUMN.



1. KpaTrkasa mHopmMmanus

1.1. Onpenenenus

emygoukoBasgs 3IKCTpacuUCToda —  IpexaeBpeMeHHas  (TI0
OTHOILLIEHUIO K OCHOBHOMY PUTMY) JIEKTpUYeCKas aKTUBALVS CepALa,
MHOYIMPOBAHHASA MMIIYJIbCOM, MCTOYHMUK KOTOPOTO HAXOOUTCS B
HOXKax WM pa3sBeTBIeHMIX Iydka ['Mca, B BosokHax ITypkuHbe nan
paboueM MMOKape KeayqouKoB (puc. 1).
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Puc. 1. OpguHOUHAsT >KeTyIOYKOBasl SKCTpacucrona (oO03HaueHa
crpenikoi). IIKII — monHas KoMmriieHcatTopHas maysa. 2RR — pgBa
HOPMaJIbHBIX CepAevyHbIX LMK/IA. (XOATepOBCKasg MOHUTOPHAS 3aMuCh
oOKT).

TepMMHOM  <«KeJIyIOUKOBasl MapacuUCTOIMSsI» 0003HAUalOT TaKoe
COCTOSIHME, TIpM KOTOPOM CepAeyHbIM pPUTMOM YIIPaBIASIOT [Ba
He3aBUCUMBIX BoguTesss. OOVH U3 HUX OCHOBHOJ (Hambosiee 4acTo —
CUMHYCOBBIN y3es), OPYroil — IapacuUCTOINYEeCKNUil, PacCIlOJOXKeH B
Kenmymoukax [1-3].

[TapokcuamasnibHasi MOHOMOp®dHas kemymoukoBas Taxukapausi (OKT)
— Ttakasi dopma KT, nipu koTopoit mopdoaorust komrmiekca QRS Ha
OKI' B TeueHMe mapoKCcu3Ma He usmeHseTcs (puc. 2).
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Puc. 2. CrioHTaHHOe pa3BuUTME TApOKCK3Ma MOHOMOPQHOIA
JKeTyJOYKOBOM Taxmukapauy (XoJTepoBCKasi MOHMUTOpHAs 3alllcCh
OKT). Crpenkoit 0603HaUYeHO CJIMBHOE COKpallleHue.

MonomopdHas JKT mporekaeT B BuAe IapOKCHM3MOB C YaCTOTOM
cepmeuHbix cokpamienuii or 100 (wamie ot 150) mo 250 ymapoB B
MUHYTY. [I0 CBOMM KIMHMYECKMM IIPOSIBJIEHUSIM, 3TO OJHA U3
Haubonee TspKeNMbIXx (OpM HapylleHMii puUTMa cepaiia. Bwicokas
yacToTa pUuTMa BO BpeMs Iapokcu3ma, 0C06eHHO Ha (OoHe TSIKeIoro
OpPraHM4YeCcKoro MOpaKeHMs] MBIUIIbI CepAlla, HEPEeOKO MPUBOIUT K
CTPEMUTEIbHOMY Pa3BUTUIO OCTpO¥ JIeBOXKeJTYyIOUKOBO
HeIOCTaTOYHOCTU, KOJIJIafcy, apUTMMUUYECKOMY IIIOKY, OOMOpPOKY,
KJIMHUYECKOV KapTHMHE OCTaHOBKM KpOBOOOpallleHMsl, UTO MHOTAA
omnpenensercss TepmuHoM «KT 6e3 mynbca». JKT xapakrepusyercst
BBICOKMM PUCKOM TpaHCchopManyy B (PUOPWIISLINIO KeTydOUYKOB
(DI)K), aBAAIOUIYIOCSI HEIoCpeACTBEHHbBIM MeXaHM3MOM BHe3aIlTHOM
cepoeyHoin cmeptu (BCC). IOtmMm ompenensieTcss ee  KpaiHe
HebaronpusITHOE 3HaUeHMe 15T IPOTHO3a JXU3HU [3-6].

@acuuKkyasipHasl JeBOXKeTyI0UKOBasi Taxukapausi — penkas dopma
MapoKkCcu3MajbHOit MoOHOMOpP(dHOIt KT, B OCHOBe KOTOPOJ JIEKUT
MeXaHU3M re-entry ¢ yuyacTueM B Lelu UUPKYISLUUM BOJIHBI
BO30YKIeHMsI 3aJHe-HIKHEro pa3BeTBJIeHMUS JIeBOM HOXKKM ITyuyKa
I'mca. OGBIYHO BBISIBJISIETCS Y MOJIOABIX JIMII, HE MMEIOUIMX MPU3HAKOB
OopraHmMuyeckoro 3abosieBaHMsl cepAlla, He UMEeT  TSDKETbIX
KIMHUYEeCKUX MposiBieHuit, He TpaHchopmupyeTcss B XK. IIporHos
6naromnpusiteH [7-11]. Kommnekcsl QRS Bo BpeMs MmapoKcu3mMa MMeT
KOH(UTrypaimio, XapakTepHyIo IIs1 00Kafbl IIPaBOil HOXKM ITyUKa
['vica ¢ OTK/IOHEeHMEeM 3JIEKTPUYECKO OCU cephlia BieBo (puc. 3).
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Puc. 3. ®acuukynsgpHas JeBOXeIyoouKoBas Taxukapaus. CTpesikomn
0003HaYeH CUMHYCOBBIN «3aXBaT».



HemnpepsiBHO peuiauBupyoiias (HermapokcusmaiabHas) KT — penkast
dopma moHomoppHoit KT, o0ycioBieHHasT MaTOJOTMUYECKUM
aBTOMATU3MOM WM  TPUITEPHON  AKTUBHOCTbIO  (MCTOYHUK
TaxXMKapAuu, Kak MpaBua0, HAXOOAUTCS B BBIHOCSIIEM TPaKTe MPaBoOro
KeJlyJouka, B 30He, PACIIOJIO)KEHHOM HeIOCPeaCTBEHHO MOf,
KJIallaHOM JIErOYHOM apTtepuu; npyroe eeé HasBaHue — KT wu3
BBIHOCAIIIETO TpakTa IIpaBoro JKeJTyI0YKa). XapaKkTepHO
npeobsamaHye 3y6110B R B ieBbIX TPYIHBIX OTBEeHUSIX U 3y0O10B S —
B mpaBbixX (puc. 4). HemapokcusmasnbHas KeJqygouKOoBasi TaXUKapaAus
OOBIYHO He WMMeeT SBHBIX KIMHMUUECKUX IIPOSIBJIEHMII, YacCTO
BBISBJISIETCSL Cy4ailHO TIpUM ayCKyJbTalMM CepAna BO Bpems
Bpaue6HOTO ocMoTpa, wmau Tipu 3amucu OIKI. XapakTepHo ee
BO3HMKHOBEHME Yy [eTei, JIUL, MOJOLOTO0 BO3pacTa, He MMeEeIOINX
IIPU3HAKOB OPraHMYeCcKOro nmopaxkeHms cepaua. ITporHos mjs sKusHu
60JIbHBIX 6/1IaTrOIIPHUSITEH.

UJ&HE\H’

Puc. 4. HeripepbIBHO pellAMBUPYIOILASI TaXUKAPAMS U3 BbIHOCSIIETO
TpakTa I[IpaBOro Jkeayaouka (HempepbiBHas 3amuch). Ludpamu
0003HaUeHbl MHTEPBAIbl MEXKAY >KeTyJOYKOBBIMM KOMILIEKCAMU B
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MuIMcekyHaax. CTpesikoit 0603HaueHO CJIMBHOE COKpallleHue.

[TonumopdHas XXT xapakTepusyeTcs IIporpeccupyomymu (OT yaapa
K yaapy) Wu3MeHeHMsIMM KomIiuiekcoB QRS 1o koHburypauum,
aMIUTUTYOde ¥ HaIlpaBAeHMI0 ITpeoO/MafalomnX JMeKTPUIECKUX
OTKJIOHeHMit. Yalile Bcero BCcTpeuvaeTcsl MmoauMopdHasi KeryIoukoBas
taxukapausg Tumna nupyst (Torsade de Pointes — TdP; npyroe
Ha3BaHMe «JByHAaIlpaB/ieHHas-BepeTeHooOpasHast» JKT; puc. 5),
BO3HMKAWOIIAsA IPU MATOJIOrMYECKOM ymjiMHeHun uHTepBaia QT.
Onna 13 cambix ornacHbIX Gopm KT B BUAY TSIKENBIX KIMHUUECKUX
MpOsIBJIeHNii (reMoAMHaMMueckasi HeCTabMIbHOCTb) M BBICOKOTO
pucka TpaHchopmaiuu B OXK.
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Puc. 5. PasBuTme Imapokcusama MNOJAMMOPAHOI >KeTyI0ouKOBO
taxukapauu tuiia Torsade de Pointes Ha ¢oHe pu3MuecKoii Harpy3Ku
y 6onbHOro cuHapoma Pomano-Yoppa (dparMeHT HeIpepbIBHOIM
3anmucu cyTouHoro mouutopupoauus IKI' o Xonrepy).

B ocHoBe TpemeraHusi KenymoukoB (TJK), Tak ke, Kak u
MoHOMOpdHOIT KT, neXUT MexaHU3M IMOBTOPHOTO BXO[la BOJIHbI
BO30OYXXAeHUsI, TpPU KOTOPOM IJIUTEJbHOCTb LIMKIA re-entry
CYIIeCTBEHHO KOpodYe, 4yacToTa puUTMa coctasiseT 250 u Oosee B
1 muH (puc. 6A).

@)X npencrasisieT cob0ii yacTbie, aOCOMIOTHO HEKOOPAMHMPOBAHHbIE
COKpallleHUsI MBIIIEYHbIX BOJIOKOH. Mexanusmom @X dasisieTcs re-
entry, mpu KOTOPOM (DPOHTHI BO3OYKIEHMUSI M3MEHSIOT ITyTU CBOErO
OBVKeHUS OT LyKia K uukiay. Ha OKI' peructpupyeTcs Hepery/asipHasi,
XaoTHUUecKasi 3JeKTpuyecKkasi aKTUBHOCTb B BuAe IIOAMMOPQHbBIX
OCUMJIIISILIMIA, TIOCTOSIHHO M3MEHSIOIMXCS M0 CBOeli KOHMUrypauum,
aMIUIUTyOe, MPOAO/IKUTEbHOCTM M 4YacTOTe, OMara3oH KOTOPO
cocrasisiet oT 300 u Bbilie B 1 MuH (puc. 6B).
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Puc. 6. CrnioHTaHHOe pasBUTHE TpemeTaHUsl >KeIyLOukoB (A) ¢
3BOJIOLMEN B CUHYyCOMZAAbHYIO Kpusyi (b) m mocienyoimmm
nepexomomM B uopmisiuMio kemymoukoB (B). XomTepoBckasi
MoHuTOpHas 3amuch IJKI, 3aduKcupoBaBiiass MOMEHT BHe3aITHOM
apUTMUYECKON CMEePTH.

1.2. 9THMOJIOrUS U ITATOreHes

MexaHn3Mbl TOBTOPHOTO BXOHA BOJHBI BO30OYKIeHMUS (re-entry;
Haubojiee 4YaCTO) WM TPUITEpPHAsT AKTUBHOCTb, MHUIIMMPyeMas
PAaHHUMU WU TIO3OHUMU TIOCTAEIONSIpU3aLusIMU, B TIOLAB/ISIOIEM
OONBIIMHCTBE  CAyyaeB  JieXKaT B OCHOBE  >KeTyHdO4YKOBOIA
akcTpacucronuu (JK2).

V mnaiyeHTOB, He MMeEWIIMX CTPYKTypHOTOo 3abojeBaHMus cepilia,
MOKeT OTMeuaTbCs uauoriaTudeckass KO (mporHos 6arompusiTeH,
JeuyeHue  TpebyeTcsT  TOJBKO  IIPU  IUIOXOM  CYOBEKTUBHOIM
nepeHocumoct KO wamM B cjlyuae  pasBUTUSL  BTOPUYHOM
Kapauomuorniatuu Ha doHe yactoit JK3). OCHOBHBIMM ITPUUMHAMMU
BO3HMKHOBeHMs JKO sBisitoTcss XxpoHndeckast UBC, mocTuHdapKTHBIN
KapauoCKIepos, rureptpodust MMOKapia (o6ycoB/ieHHAsT
rurepTpoduueckoi KapauomMuoriaTuei, apTepuaibHOMI
rUIIepTOHMEN, TOpPOKaMM  aopTaJbHOrO  KjamaHa M 7Ip.),
BOCHA/INTEIbHbIE  3a00jeBaHMSI  MMOKapAa, KapaAMOMMOIIATUU
(ounaTalMoHHasi, Tureprpoduueckasi, apuUTMOTeHHas] OMCIIa3uUs
MMOKapjla IpaBOrO Kejlymouka M [Ap.), MWHQUIbTpAaTUBHbIE
3aboneBanus Muoxkapaa. KO MokeT ObITh CIeICTBMEM ITTMKO3UIHOM
MHTOKCUKALMK, ITIPUMEHEHUS aHTUAPUTMMUUYECKUX [pernapaToB
(ipexxme Bcero I kmacca, pexe — III kiacca), HapylleHUN
9JIEKTPOJIMTHOTO 6ajaHca (TUIloKajieMusl, TMIIOMarHeMusl).

ITpu JKeJTyI0YKOBOM IapacucToInumn TakK Ha3bIBa€MbI
rMapacUCTONIMUeCKUi A  ouar  3amuineH  «OJOKOM  BXoma»  OT
TIPOHUKHOBEHMS B HErO 3JIEKTPUUYECKUX UMITYJIbCOB, FTeHePUPYEMBIX C
6071€€ BBICOKOJ 4aCTOTO} B OCHOBHOM BOIMTEJIE PUTMA, UTO SIBJISIETCSI
MepBbIM 00$13aTe/IbHBIM YCIOBMEM IPOSIBJI€HUST MapacuUCTONINU. ITa
3alMTa MpeIoTBpalllaeT «paspsaKy» MapacuCTOIMUECKOro odara u
obecrieunBaeT IJjis1 HETO BO3MOXHOCTb MeHEepPMPOBAHUSI MMITY/IbCOB C
COOGCTBEHHO TePUOAVNYHOCTBIO. BJiok BXOZa BCerga
ONHOHAIIPABJIEHHbII M He TMPEISITCTBYeT BBIXOAY NIEKTPUUECKUX
MMITYJIbCOB 13 IapacUCTOIUIECKOTO (oKyca.



B abcomoTHOM OOJIBIIMHCTBE CAy4aeB B OCHOBE ITapOKCU3MaJbHOM
MoHoMmopdHoit KT nexutr mexaHusMm re-entry. dopmupoBaHue
YCJIOBUIA IJISI BO3HUMKHOBeHMSI (heHOMeHa re-entry B MUOKape
SKeJTyIOYKOB, B BUIe 30H 3aMeIJIEHHOIO ITPOBeIeHMs BO30Y:KIeHMS,
YUYaCTKOB  MBILINbI  Cephlla, HeOOHOPOOHBIX TII0  BeJIUYUHE
pedpakTepHbIX TMEPUOAOB, OOBIYHO CBSI3aHO CO 3HAUUTEIbHBIMU
IaTOJOTMYECKMMM U3MEHEeHMSIMM B MMOKapnae. Bor 1mnouyemy
nmapokcusmanabHasi KT B mopaBisiioniemM OOJbIIMHCTBE Coy4yaeB
OCJIOKHSIET TeueHMe TSDKeNIbIX 3aboneBaHMii cepalia, Takux Kak MBC,
0COOEHHO IMPM HaINMUMUM TOCTUH(APKTHBIX PYOILIOB M XPOHMUYECKOI
aHeBpU3Mbl JIEBOTO JKeJyJOuYka, BOCHAJIUTENbHBIX 3ab0/eBaHUi
MMOKapa, KapauMoMuoIiaTuiti (guiaTtaiMoHHas, TurepTpoduueckas,
apUTMOIeHHas OUCIUIA3USI-KapaMOMMOIIATUS TIPaBOro Keaygouka U
Ip.), UHQWIBTPATUBHBIX 3a00/IeBaHMS MMUOKapAa U Ip.

Taxukapousi Turna TdP siBisieTcs MIaBHBIM, CIeUM@UUHBIM U OY€Hb
OMACHBIM KJIMHUYECKUM TMIPOSIBJIEHMEM CUHIPOMOB VYAJUHEHHOTO
MHTEepBaia QT. V3BeCTHBI BPOXIEeHHbIEe, reHeTU4YeCKu
00yC/IOB/IEHHbIE BapUaHThI YOJIMHEHUS MHTEepBaja QT.
[IpnobpeteHHble (GopMbl CHHIApOMA VYOJMHEHHOro muHTepBasia QT
MOTYT OBITh OOYCJIOBJIEHBI IIEJIBIM PSITOM (DAKTOPOB, IMPUBOASIINX K
3aMeJIEHMIO TIPOLeCCOB peroyisipusalu MUOKapaa >KeTyTO4YKOB.
[Tockombky  mHTepBan QT  gBiasieTcs  4aCTOTHO-3aBUCUMMbBIM
ToKasaTeyieM, TsDKEIass Opamukapausi, CBSI3aHHAS C AUCHYHKIMEN
CMHYCOBOTO y3JIa, JMO0 C MpeacepaHO-KeTyJ0uYKOBO OJIOKaIoi,
MOXXET IPUBOIUTDH K ITaTOJOTMYEeCKOMY yIJnHeHnto uHTepBana QT ¢
pasButueMm TdP (puc. 7). Yonunenue mHTepBasia QT MOXeT OBITh
s/IeKTpoKapauorpadmuueckum IIPOSIBJIEHMEM HapyILIeHUN
9JIEKTPOJIMTHOTO  oOmeHa  (TUIIOKaJMeMWusi,  TUIIOMarHueMus)
BUIENCTBUE TIpUMeEHEeHUs IUYPETUKOB WIn IaTOJIOT U
HaAIIOUYeUYHMKOB (cMHApoM KoHHA), HapylieHus 6eIKOBOro IMMTaHMS
(oiUTeNIbHOE «OueTUYeckoe» ToJIoflaHue, HeBPOTeHHas aHOpeKCws,
IJINTENIbHOE TlapeHTepaJibHOe TIMTaHue U [Ap.), MHTOKCUKALUU
dochopopranmueckumMm CoeIMHEHUSIMM, TUIOTHpeo3a. HakoHerll,
MIPUOOPETEHHBINI CUHAPOM yaJIuMHeHHOro wuHrepBana QT saBigertcs
OOHMM M3 BO3MOKHBIX HeKejaTeJbHbIX 3(DGEKTOB JieKapCTB
(aHTMapuTMMueckux npenapatoB [A u III KIaccoB, MCUXOTPOITHBIX
CpencTB dbeHOTMa3MHOBOTO psiza, TPULMKINYECKUX
aHTUIEIPECCAHTOB, 3PUTPOMULIVIHA, (DTOPXMHOJIOHOB,
IIPOTUBOAJUIEPTUYECKMX TIperapaToB UM MHOIMX IPYTUX CPeICTB).
[TocTOSHHO OOHOBJISIEMBINI TepeueHb IIpernapaToB, VIJMHSIOMINX
uHatepBan QT, mnpencraBieH Ha caiite http://www.azcert.org
(http://www.azcert.org).


http://www.azcert.org/
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Puc. 7. PeuyauBupylolue srm30bl XKeayg0uKOBOM TaXUKapAMUYM TUIIa
torsade de pointes Ha ¢oHe IpeacepaHO-KeTyI0UKOBOM 6okambl 111
crenneHu. CMHyCcOBasl TaxuKapaus mnpencepaunii (3yoibl P ¢ yacToToii
95-105 B MMH.) IMCCOLIUMUPYET C PUTMOM SKeTyTOUKOB C YACTOTOI 28—
35 B muH. 3HaueHus uHTepBaaa QT cocrapmsior 550-620 mc.

[Ipy OTCYTCTBMM MATOJOTMYECKOTO VIJIMHeHus uHTepBasa QT,
nonumopdHasa KT Hambomee yacTo ObIBaeT CJIEACTBUMEM OCTPOIA
MIleMUM MMUOKapAa, Mpexae BCero oCTporo uMHdpapkra Muokapaa, a
TaKKe IpyruxX GopM OCTPOro MOBPEXIEHMS MUOKapAa.

B HacTosi1lee BpeMsl BbIAESIIOT IB€ OCHOBHbIE ITIPUYMHBI BPOKIEHHBIX
KeTyIOUYKOBBIX HApYIIeHUII pUTMa CcepAlia — TaK Ha3bIBAEMYIO
«TIEPBUYHYIO 3JIEKTPUUECKYI0 601e3Hb cepalia» («primary electric heart
disease»), KOTOPYI0O OOHapPY>XKMBAIOT y JIUII, He MMEIOIINUX IIPU3HAKOB
OpraHMYeCKOi TMAaTOJIOTUM  CEPIEeUYHO-COCYOAUCTON  CUCTEMBI, U
BPOKIEHHbBIE CTPYKTYPHbIe 3a00/1eBaHMsI cepAlia.

OCHOBHOI1 TIPUYNHON reHeTUYeCKN IeTepMUHMPOBAHHbBIX
SKeTyIOYKOBBIX apUTMMIA MIPU «IIEPBUUHONM 3JIEKTPUIECKOI 00e3HM
cepaiia» sBiseTcsl AUCPYHKIMST MOHHBIX KaHAJOB M HAacOCOB,
UTPAOIMX Ba)KHEMNIIYIO poJib B Ipolieccax Oernojsapusauuu u
periosisipusanuy. B aHIVION3BIYHOM JUTepaType OaHHbIe COCTOSTHUS
0003HavYaIOT TaKKe TepMUHOM «KaHajonatum» («channelopathies»). K
HUM OTHOCAT CUHAPOM VyAjJuMHeHHOro uHTepBasia QT, cuHOpom
bpyrapa, CUHOPOM YKOPOUYEHHOT'0 MHTepBaJa QT 171
KaTeX0JIaMUHEPIrUYEeCKYI0 MOAMMOP(HYIO JKeJIyI0YKOBYIO
Taxukapauio. OOMMMM KIMHUYECKUMMM MPOSIBJEHUSIMU TAaHHBIX
3a60/1eBaHMIA SIBJISIFOTCS TIPUCTYIIbI ToTepu CO3HaHUA,



00yC/IOB/IeHHbIe peluAMBaMM KeaymouKkoBoii Taxukapouu (OKT),
yamie TdP, cnyyau BHesamnHoi ceppeuHoit cmeptu (BCC) mpu

3aboseBaHMsI cepAalla U

OTCYTCTBUM IIPU3HAKOB CTPYKTYPHOTIO
Hac/leICTBeHHbBIN xapakTep 3aboneBanus [11-12].

HacnencrtBeHHblin cuHApoM yajanHeHHoOro uHTepBaia QT (CYUQT, B
aHII0s13bIuHOM uTeparype — Long QT syndrome — LQTS unu LQT)
sByisieTcs1 Hamubojee YacTbIM M Hambosiee M3y4eHHbIM M3 OAaHHbBIX
3ab0yieBaHMI, TIPOSIBIASIOIMMCS yaauHeHeM MHTepBasa QT Ha IKI
[ip OTCYTCTBUM [OPYTUX BbI3BIBAIOIIUX 3TO M3MEHEeHMe MNPUUYMH],
pelANBUPYIOIINMU
COCTOSIHMSIMM BcjieficTBMe Mapokcu3moB TdP, a Takke cayuasimu BCC
[13-16].

CHMHKOITIaJIbHBIMMU n MMpeCMHKOIIAJIbHbIMMU

Omnucansbl cnenytonine deHorunmueckue gopmbl CYUQT: cuHaApOM
Pomano-Yopna (Romano-Ward), cunapom J[IkepBenna u JlaHre-
Hunbcena (Jervell and Lange-Nielsen), cunapom AHpepceHa—TaBuia
(Andresen-Tawil) u cuaapom Tumotu (Timothy).

Haunbosee pacrnpocTtpaHéHHasi ¢opma 3abosieBaHMSI C ayTOCOMHO-
OOMMHAHTHBIM TUIIOM HacjaegoBaHus — cuHapoMm PomaHo-VYopna,
XapaKTepHbIMU KIMHUYECKUMMU TIPOSIBJIEHMSIMU KOTOPOI'O SIBJISIIOTCS
yBeJIMueHue MpOoLo/DKUTEeNbHOCTU MHTepBaia QT, peuuauBupyroume
yaie
MoAMMOpQHOI XenygouKoBoi Taxukapamueit (OKT) Tuma mupysT, U
HAUIeACTBEHHbIN XapakTep bonee 90% ciyuaeB
cugpoma Pomano—-Yopzaa nipencrasiiensl CYHUQT 1-ro (CYUQT1), 2-
ro (CYUQT2) u 3-ro (CYUQT3) TumoB, MMEIIIMX OCOOEHHOCTU
KIMHUYECKUX U 3JeKTpoKkapauorpadmueckux IposiBjieHuit (taom. 1,
puc. 8).

CUHKOIIaJIbHbIE COCTOAHMA, BCero O6YCHOBJI€HHI)I€

3a060s1eBaHMsl.

Taoauma 1.
HaC/IeICTBEHHOTO CMHAPOMA YIJIMHEHHOTO MHTepBajaa QT

Knuaunueckas XdpaKTepMUCTMKa OCHOBHBIX TWUIIOB

XapakrtepucTuka

CYNQT1

CYNQT2

CYUQT3

MyTaHTHbIM reH

KCNQ1

KCNHZ2

SCN5A

M3MeHeHne NOHHOro
TOKa

CHwxeHwne Ikg

CHwxeHwne Ik,

Ycunerne Ing

OcobeHHOCTHU LLinpokas, Hunskaa amnautyna BOAHbI T, YOSIHEHHbIN
penonspusauum Ha CUMMeTpUYHas AByxdasHas BonHa T N303/1eKTpUYECKNI
CWHYCOBOM puUTMe BonHa T cermMeHT ST
dakTopbI, dunsnyeckas Pesknit rPOMKMM 3BYK, Bpaaukapaua (B
nposoumpytowme Harpyska, 3MOUMOHaNbHbIN cTpecc NnoKoe, BO CHe)
nHaykumio TdP 3MOUMOHANbHbIN (ncnyr), peskoe Ha4vano

cTpecc Pn3nNYecKomn Harpyskm
OvHammka QTc Ha YanvHeHve YkopoueHue (HopManbHas 3HauuTenbHoe

Harpyske

AVHaMKUKa)

yKOpoueHune




D deKTUBHOCTb Beicokas (6onee | YMepeHHas (okono 50%) Huskas

Tepanuu B- 80%) (HensBecTHa)
afapeHobnokaTtopamu
OnHammka QTc npwu Het Het YKopoueHue

npuéme AATl I
Knacca

lNpumeyaHne: CYUQT — cmHApOM yanunHEHHoro nHtepsana QT; TdP — Torsade de Pointes; AAI
—aHTMapuUTMU4YecKuii npenapat
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Puc. 8. N3menenus JKI' mipu pa3inuyHbBIX TUIMAX HACAEOCTBEHHOTO
cuHApoma yanauHeHHoro murepBasiia QT: (A) — mmpokas riagkas
BonHa T nipu CYUQT1; (b)) — nByxdasnasa T-BonHa npu CYNQT2; (B)
— HU3KOAMIUIMTYOHAA M YKOpouyeHHasd T-BOMHA C YIJIMHEHHBIM,
ropusoHTajbHbIM ST-cermenTom npu CYNQT3.

CylleCTBEHHO pexke BCTpeyaeTcsl ayTOCOMHO-peliecCMBHas ¢opma
3aboneBanus (cuHApoM [IkepBeyia u Jlanre—HunbceHa; MyTanum B
reHax KCNQ1 u KCNEI), mjisi KOTOPOJ XapaKTepHbl BPOXIEHHAs
HelipOCeHCOpHAasl TYrOyXOCTh, 0o0jiee BbIpa)kKeHHOEe YBeJUYeHMe
nauTenbHocT MHTepBasia QT M Oosblllasi 4acTOTa OITACHBIX [IJISI
SKM3HU SKeTyTOUKOBbIX apUTMMUIA.

Cungpom AHpepceHa—TaBuina — penkas ¢gopma 3aboneBaHMs, IpPU
KOTOpO¥ ynauHeHue umHTepBana QT compoBOXmaeTCsl MOSIBI€HUEM
BojHbI U, ImapokcusMamMM Kak MOaMMOPGHON  KeTydoukoBO
taxukapauu Tumia TdP, Tak ¥ AByHaIlpaB/JIeHHONM >KeTyI0YKOBOIA
taxukapauu. OObIYHO 3a00j1eBaHMe OOYCJIOBJIEHO MyTallyeil B IreHe
KCNJ2, xomupylomeM o-CyObeaIuHuIly KajaueBbIX KaHajaoB Kir2.1,
reHepupymommux TOK Igq. XapakTepHble 3KCTpakapiyalbHble
MIPOSIBJIEHMST 3a00/IeBaHMS, TaKMe KaK aHOMa/IMM Pa3BUTUSI KOCTHOM
CUCTEMBI (HM3KOPOCJIOCTh, MMKPOTHATHUS, OOJbIIOE pPaCCTOSIHME
MEXIy [NIa3HUIIAMM, HM3KOe pacIlojio’keHMe VIIHBIX pPaKOBMH,
CKOJIMO3, KIMHOIAKTUJINMS), TUTIOKAJIEMMS U TTIePpUOANYECKUI KaJTUil-
3aBMCHUMBbIN IMapajnd, IPUCYTCTBYIOT He Y Bcex 00abHbIX. CHMHIpPOM
Angepcena-TaBuia — 3abojeBaHMe C ayTOCOMHO-JTOMMHAHTHBIM
TUIIOM HacC/JIedoBaHMUsI, OOHAKO CeMeJiHbIi XapakTep 3a0o0/ieBaHMUSI
IIPOCJIEKMBAETCSI OAJIeKO He BCerga, B CBI3UM C TPYOHOCTSIMU



OMArHOCTUKY, Hecneuu@uuecKMMM KIMHUYECKUMU TMPOSBIACHUSIMU
3a060/1eBaHMsI M HEIOJIHOM MeHeTPAaHTHOCTbI0O MYTaHTHbBIX TeHOB. 1o
50% cnyuaeB 3abojeBaHMsI 00YC/IOBIEHBI MyTaLel de novo

Cunapom TumoTtu — KpaitHe penkast dopma CYVQT, ob6ycioBieHHas
myTauyeitr B reHe CACNAIc, KOOUPYIOIIEM  o-CyObegUMHUITLY
Ka/bliMeBbIX KaHaioB CaV1.2. [Ipy maHHOM CHMHAPOME OTMEYaloT
Haubonee BbipakeHHOe ymjMHeHMe wuHTepBaioB QT m QTc (mo
700 m™mcC), compoBoOXaawIileecss KpailHe BbICOKMM puckoMm BCC
(cpenHsIs MPOAOKUTEIbHOCTD XKM3HM cocTasisieT 2,5 roga). o 60%
OO0JIbHBIX MMeeT pasjiMuHble BPOXKIEHHbIE IIOPOKM cepalia U
pa3nauyHble HapylleHus rpoBoaumMoctu. Cpean sKCTpaKapAualibHbIX
MpOSIB/IeHUIt 3abo0/ieBaHMs OIMCAHbl KOTHUTMBHbBIE HapyIIeHMS],
TUIIOIJIMKEMMUSI, MMMYHOAe(ULIMTbI, aHOMAaJUM CTPOEHMS JIMIIA,
YaCTUYHOe WIM T[IOJIHOe CpallleHue TaJiblieB KUCTe U  CTOII
(cunpaktuiang). CuHapom TUMOTM HacaenyeTcsa IO ayTOCOMHO-
OIOMMHAHTHOMY TUITY, OJHAKO ITOJaBJisiionlee OOJbIIMHCTBO CIyYaeB
3a60s1eBaHMS 00YCJIOBJIEHO MyTalyei de novo [16].

Cunapom Bpyrana, xapakrepusytomuiicss DKI' mpusaHakamu 6710KajIbl
IpaBoOil HOXKM Iyuka ['Mca ¢ aneBauueit Touku ] u cermeHrta ST B
MPaBbIX MPEKOPAMAIBHBIX  OTBEJEHUSIX U  TIPOSIBISIOINIACS
KJIVMHUYECKN PeUUIVMBUPYIOIIMMM CUHKOMNAJIbHBIMU COCTOSTHUSIMU, a
takke ciayyasmu BCC, kKoTopas HacTylaeT dvalle Yy JIMI, MYXCKOIO
rnoima B Bo3pacte 30-40 jer, Ha3BaH B YeCTb WUCCIedOBaTeNen,
OIMMCAaBIIMX B3aMMOCBSI3b 3TUX MHposiBieHuit B 1992 r. 3aboneBaHue
HacjlieoyeTcss TII0 ayTOCOMHO-IOMMHAHTHOMY TUITY, TIIpU STOM
XapaKTepHa HEeINojIHAsl TMEeHeTPAHTHOCTb TeHeTUYECKUX M3MEeHEHMIA.
CunapoMm Bpyrama BbI3bIBAIOT MYyTallMii B TeHe o-CyObeaMHUIIbI
HaTpueBbIX KaHaloB SCN5A, mpuBOAMIIMEe K YMEHbIIEHUIO CUJIbI
BXOJIAIIEro HaTpueBoro Toka (Ing) [18-22].

JKenymoukoBble Taxukapauu, (MpeMMyllecTBeHHO moauMopdHas,
KpajiHe peaKo — MOHOMOp(QHas) XapaKTepu3ymIIuecsi BbICOKUM
puckoM TpaHchopmaluy B GUOPUIUISLIMIO SKETYIOUKOB, SIBJISIIOTCS
OCHOBHBIM  KJIMHMYECKMM TMpOsBIeHMeM CUHApoMa bpyraga.
XapaKTepHO X BO3HMKHOBEHME B ITOKOE, BO BpeMsI HOUHOI'O CHA, UTO
meynaeT 06oyiee BepOSITHBIM UX BbISIB/IeHMe ¢ nomolibio XM IKI, a He
npu craggaptHoint s3anucu KD (puc. 9). OOHUM U3 KIMHUYECKUX
MIPOSIBJIEHUI, COMTPOBOXKAAIOIINX ITU apUTMUYeCKie COObITHS, MOTYT
ObITb 3MM30Obl XPUIUIOTO (aroHaJbHOTO) [AbIXaHMSI BO CHe.
JKenynmoukoBbie TaxXUKapouu MOTYT IIPOBOLIMPOBATHLCS
JINXOPAAOYHBIMM COCTOSSHUSIMM, a TaKKe pILOM JIeKapCTBEHHbIX
rpernapaTroB (mepeuyeHb IpencTaBjieH Ha caure



http://brugadadrugs.org  (http://brugadadrugs.org)). = CUMMITOMBI
3a060/ieBaHMS TIPOSIBJISIIOTCSI OOBIYHO Y B3POCIbIX, a CPeIHMIT BO3pacT
BCC cocraBnsier 41%15 net. Ilpu cuHapome Bpyrama yaiile yemM B
001Ielt MOMy/ISIIUY PETUCTPUPYIOT CJIydau CYIIPaBEHTPUKYISIPHBIX
TaxapuTMuin [23-24].
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Puc. 9. HeycToitunBbiii IapoKCcU3M (BbIIe/IeH paMKoii) moamMmophHOIi
JKeJIyO0UYKOBOM TaxUKapauM (4acTOTa CepledyHbIX COKpalneHuin 160-
180 yp./muH.). XonTepoBcKass MOHUTOpHass 3amucb JDKI' B 12
OTBeJleHMsIX Y 60/IbHOTO cuHApoMa bpyrama. BpeMsi BOSHUKHOBEHMS
nmapokcusma — 23 yaca. CrTpenkamMyu B OTBefeHMM V| YyKasaHa
371eBalVs TOUYKM | B COKpaAIlleHUSIX CUMHYCOBOI'O pUTMa.

KarexonmamuHepruueckas noaumMmopdHas XXT (Catecholaminergic
polymorphic ventricular tachycardia; CPVT) — HawlegCTBeHHOe
3abo0sieBaHMe, IIPOSBIISIOlNIeecs IMapoKCHM3MaMM MoaAuMopdHOM Wian
nByHaripasieHHol JKT, Bo3HMKawIMMM Ha ¢GOHe QU3UIecKoi
Harpysku WIM BSMOLMOHANbHOro crpecca (puc. 10), Hepenko
MpOTeKaIIMMK C TMoTepeii co3HaHMs. 3abojieBaHMe OOYC/IOBJIEHO
HapyLUIeHUSIMMY BHYTPUKIETOUHOTO OOMeHa MOHOB Ca2+ BCJIeICTBUE
MyTaluuin reHoB RyR2 (HacienyeTcsi ayTOCOMHO-IOMMHAHTHO) U
CASQZ2 (HacnenmyeTcs ayTOCOMHO-pPelleCCMBHO). XapaKTepu3syeTcs
3JI0KaUeCTBEHHbIM TeueHueM U BbICOKMM puckom BCC 1mipu
OTCYTCTBUM a/IeKBATHOTO JieueHust [25-26].


http://brugadadrugs.org/
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Puc. 10. Dmmu3opbl KaTexolaMMUH-3aBUCUMONM  MOJAMMOPQHOIA
JKeTyJOYKOBOM Taxukapauu us 16 xommiaekcoB (A), 10 KoMmIiekcoB
(b), 11 xommiekcoB (C), ¢ wyacroron 260-307 yO./MuH,
3aperucTpUpoBaHHble MpU CYyTOYHOM MOHUTOpUpoBaHuM IKI' 110
XonTepy BO BpeMsl SMOLMOHAJIBHOIO CTpecca (HaIpsSyKeHHbIN
pasroBop 10 TesedoHy) y 60JbHOIO 36 JeT.

CunapoMm ykopoueHHoro uHTepBasia QT (Short QT Syndrome;
ShortQTS) siBaseTcst penkum 3abojeBaHueM, npu KoropoM Ha JKT
PETUCTPUPYIOT YMEHbIIEHME  IIPOAO/DKUTEIbHOCT  MHTEPBAJIOB
QT/QTc m BBICOKMII CUMMETpUUHBIN 3yber; T B  IpaBbIX
MpeKopAMaabHbIX OTBedeHUsIX (pUC. 11). OCHOBHBIMU KIMHUYECKUMU
MIPOSIBJIEHUSIMM 3a00/IeBaHMS SIBJISIIOTCSI CMHKOTIAJIbHbIE COCTOSIHMS,
obycimopienHble  mapokcusmamyu  JKT, 4YTO  COMPOBOXKOAETCS
nospilieHHbIM puckoM BCC. HawiemoBaHue OCylIeCTBISETCS II0
ayTOCOMHO-IOMMHAHTHOMY TUITy. 3a00jieBaHle BbI3bIBAIOT MYyTaLlUM
B reHax KanueBbIX KaHa1oB (KCNH2, KCNQ1, KCNJ2), npuBogsiiye K
YCUJIEHUIO TeHEPUPYEMbIX UMM TOKOB K+, YKOPOUYEHUIO AJIUTEIbHOCTU
da3pl perongpusanuy  IOTEHIMAAa MOEINCTBUS U YMEHbIIEeHUIO



MIPOAOIKUTEIbHOCTU pedpakTepHbIX MePUOAOB BO30YyIMMbIX TKaHel
cepAlia, 4YTO IIpelpacriojaraeT BO3HMKHOBEHMIO apUTMMI II0
MeXaHu3My re-entry [27-28].
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Puc. 11. OKT namyeHTa ¢ CMHIPOMOM YKOpPO4YeHHOro uHTepBaia QT.
BbicOKOAMIUINTYAHbIe cUMMeTpuuHble 3y0Oubl T B V9-V4. QT =
220 mc.

Cy1iecTByeT 1Lie/blii psifi HacJeACTBEHHBIX CTPYKTYPHBIX 3a60/1eBaHMIi
cepala, TIPOSIBJISIIOLLIMIXCS TSDKEJIbIMU JKeJTyLOYKOBbIMU
TaxuaputMusImu 1 caydassmu BCC, Hamuume KOTOPBIX MOXKET OBITh
BeAYyIIUM KIMHUYECKMM CHMMIITOMOM 3a00/ieBaHMs, OITpeneIsiomiM
MIPOTHO3 >XM3HM IalyueHTa. Hamubosee pacrpocTpaHEHHBIMU U3 HUX
SIBJISIFOTCS rUnepTpoduueckast M AuaaTalMOHHAs KapAMOMMONATUH, a
TaK’)Ke apUTMOreHHas AUCILIa3sus—KapauoOMMOIIaTUsI IIPaBoOro
xemnypouka (AOIDK).

ANIIDK — reHeTuuecku JeTepMMHMPOBAHHOe 3abojeBaHMe ceppaia,
KOTOPOMY XapaKTepHO 3aMellleHye MuoKapaa MpeumMylleCTBEHHO
rpaBoro sxenygouka (IDK) >kMpoBOil M COeqUMHUTENbHOM TKAHSIMMU.
Knuuuuecku 3abojyieBaHMe TIPOSIBJISIETCSI HapYyLIEeHMUSIMM  pPUTMA
cepoua — KO u KT, conpoBoxxaanMmMmncs BbICOKMM puckom BCC y
Jul, Mojomoro Bo3dpacra (AIIDK sBiseTcss OOHOM U3 BeOylIUX
npuundH BCC B Bo3pacte nmo 30 JieT), a TakKe MPOrpeccupyrolen
CepIevyHoi HeJOCTaTOYHOCThIO [29-31].

AJITDK — mporpeccupyloiee 3ab6ojeBaHyue, B KIMHNUYECKOM TeUEeHUN
KOTOPOTO BBIZIEJISIIOT CIeAYIONIe CTaIUN:

e Hauanenas cyOKnuHuuveckass cmadusi, BO BpeMsI KOTOpPOIii
TIpOsIBJIEHNST 3a00/1eBaHMSI OTCYTCTBYIOT.

e Cmadus <«31eKmpuuecKux» nposiejeHuii, BO BpeMsI KOTOPOJ
MMeWIIyecs Yy MNalMeHTOB CTPYKTYpHbIe IIOpakKeHUsl eIle He



MIPUBOAST K CHIDKEHUIO CUCTOIMYECKON (YHKIMM MMUOKapAa, HO
MOTYT CIIOCOOCTBOBATb BO3HMKHOBEHMIO HapylleHuii puTma
cepnua u BCC [32-34].

e Cmadusa npaeoxceny0ouKkoeoii HedoCMamo4yHOCmu pas3BUBAETCS
10 Mepe TporpeccupoBaHusi 3aboneBaHMsI, TIpu OObIIEM 00bEMeE
30HbI TOpakeHMsI MMUOKapaa MpaBoro xXeayaouka [35-37].

e TepmuHanvHas cmadus, TIPOSIBJSIONIASICS OUBEHTPUKY/ISIPHOI
HeJIOCTaTOYHOCThIO, CUMIITOMBI KOTOPOJ MOTYT OBITh MOJHOCTBIO
AHAJIOTMYHBI IMJIATALMOHHON KapauoMmuomnatun [38-40].

Kmuanueckue mposiBaeHuss AJITIDK moryt ObITh OOYCIOBJIEHBI Kak
HapyIIeHUSIMM PUTMA CEepAIa, TakK M IMPOrpecCUpyoIeii cepaedHoii
HeJIOCTaTOUYHOCTHIO. BRIIENSAIOT CIeayIolIe BapyaHThl KIMHNYECKOTO
TeueHuss AIIDK:

e ckpwumblii, 1ipu kotopom BCC MOkeT ObIThb €OMHCTBEHHbIM
MposIBJIeHNeM 3a00/1eBaHMS;

e apummuuecKkuii, KoTopomy xapakrepHsl JKD u KT, ucxonsmiue us
MpaBoOro skeaymouka, ¢ Mopdonorueit komiiekcoB QRS mo Ttumy
6/10Ka bl JIeBOJ HOKKM ITyuka I'mca (BJIHIIT);

* nposenaruuiica cepoeuHoll HedoCcmamo4HoCcmoio,
IPEUMYIIECTBEHHO IIPAaBOXENYOOUKOBOW, C HaJIMUYMEM WU
OTCYTCTBMEM HapylIeHui puTMa cepaua [41-42].

Hambonee wuyacTto O6o0se3Hb O0OyCJIOBJIeHA MyTallMsIMM B TeHax
IecMOCOMajibHbIX OelKOB — makomioouHa (JUP), pmecMoOILIaKMHA
(DSP), mnnakopunnuHa-2 (PKP2), necmornenHa-2 (DSG2) wu
necMoKo/nHa-2 (DSC2). HapyuieHus I1eCMOCOMAaJbHbIX KOHTAKTOB
CHMKAeT  YCTOMUYMBOCTb  KapAMOMMUOLMTOB K  MeXaHUYeCKUM
BO3JIEMICTBUSIM (COKpallleHVe M pacTsbkeHue) U MOTeHLMpyeT rubesb
Ki1eTok. Myraiiust B rene TMEMA43, KooupyoIieM TpaHCMeMOpaHHbII
6enok 43 (Transmembrane protein 43), KOTOpPbI/A Yy4yacTBYeT B
perysiuuy  TPaHCKpUIIIMM ~ OPYyTMX  TFeHOB M OpraHMsalumn
MIPOCTPAHCTBEHHOM CTPYKTYpbl KJIETOUHOTO siApa, oblafaeT OvYeHb
BBICOKOM TIeHEeTPAaHTHOCTBIO, TIPOSIBJISIETCS OBICTPO
IIporpeccupymolien CepleyHoi HEeIO0CTaTOYHOCTBIO "
COIPOBOXAaeTcss O4YeHb BbICOKMM puckoM BCC [32-36]. OnucaHbl
ayTOCOMHO-pelecCuBHbIe TUlbl HacnegoBauusi AIDK, koTopbim
XapaKTepHO CcoueTaHue KapAMOMMUOIIATUM C MaJIbMapHO-TUIAaHTAPHOM
KepaTtoaepMuein ¥ MU3MEHEHMSIMM  BOJIOC, KOTOpble  Takxke
00yC/IOB/IEHbI MYTallMSIMM T€HOB IeCMOCOMAaJbHbIX 0enkoB. K HuM
oTHOCIT Gone3nb Hakcoc u cuuapom Kapsaxama (Iipy KOTOpPOM B
MaTOJIOTUUYECKUI TIPOLIECC BOBJIEUEH JIEBbIN Kelyfouek) [37].



1.3. dnuaeMmnoaorusa

OpmHouHas KD Hepenko permcTpupyeTcs Ipy 3alucu CTaHOAPTHOM
OKT' y 3I0poBbIX JUIl MOJOAOro M cpemHero Bo3pacrta (0,5-2%
cIy4yaeB), M ellle yYalle OOHapyXMBaeTcd y HUX C TTOMOIIbIO
amb6ynaTopHoro XonutepoBcKkoro mMoHutopupoBaHus OKI' (XM DKI).
KonuuectBeHHble mposiBiaeHUs KO yBeJIMUMBAKOTCA C BO3PACTOM.
Bonee cinoskuble Gopmbl JKO (mmapHas, IOAUTOINHAS) TakKXe MOTYT
00HAPY>KMBATHCS Y 3[IOPOBBIX JIUII, HO UX IOSIB/IeHMe 60jiee BepOSITHO
B CBSI3Y C HaJM4yKeM OCHOBHOTO 3a00jieBaHMsI, KaK 3TUOJIOTUYECKOTO
dakropa [1-5].

HanHble o0 pacrpoctpaHéHHoctv JKT B momynsinuu OTCYTCTBYIOT B
CBSI3U C TeM, 4uTO pasnuuHble Gopmbl JXT MOTYyT MMeTb CXOXMe
KIVHUYeCKMe TPOSIBJIeHMS, a TaKke B CBI3M C TeM, UTO IePBBbIM U
eqMHCTBeHHbIM TposiBaeHMeM JKT MoskeT 6bITh BHE3amHasi CMepPThb.

E>xerogHO B Mype perncTpupyroTCS COTHU THICSY CTydyaeB BHE3AITHOM
cMepTu. B pasBUTBIX CTpaHax ee 4acTOTa COCTaBjseT 1-2 ciydyasi Ha
1000 HaceneHust B Irofi, UYTO COOTBeTCTBYeT 13-15% (110 HEKOTOPHIM
OaHHBIM 110 25%) Bcex cyiyuaeB ecTecTBeHHOV cmepTu. BCC ObiBaeT
TIePBBIM U HEpPeIKO eAMHCTBEeHHbIM mposiBieHeM VBC, ripu KOTOpoi
50% ciiyyaeB cMepTM BHe3alHbl, a Cpeny OOJIbHBIX C XPOHUYECKOI
CepaevyHol HeIOCTaTOYHOCTbIO BHE3AITHO YMMPAKOT 6oJiee MOJOBUHBI
[3-4].

PacrnipoctpanensHocts CYUQT B momynsuuu cocrasisieT okoso 1:2000
HOBOPOXIOEHHBIX. ClemyeT OTMETUTb, UTO 3TU IAaHHbIE YUYUTHIBAIOT
TOJBKO  CIydau  «SIBHOTO»  yBeJIMYEHMS  MNPOJAO/DKUTEIbHOCTU
uHtepBasa QT, BoisiBieHHOro 1pu peructpauumu IKI. YV HeROTOpbIX
O0JIbHBIX CMMIITOMOB 3a00JIeBaHMSI MOTYT ITOJIHOCTbIO OTCYTCTBOBATh
B TedeHMe BCel XXM3HU U TPOSIBISITHCS JIMIIb MPU BO3HUKHOBEHUM
IOOIMOMHUTENbHBIX  (AKTOPOB,  CIIOCOOCTBYWOIIMX  YIAJMHEHUIO
nHtepBana QT, Hampumep, TUIIOKAJEeMUM, WM NPpU Ha3HAYEHUU
JIEKapPCTBEHHBIX ITPENapaToB, CIIOCOOHBIX YBEIUUMBATH AJIMTEILHOCTD
uHTepBana QT. Kpome Toro, yayiHeHue uHrepsana QT MOKeT HOCUTD
TIpexXoAsIINIA Xapakrep, CJ1Ie0BaTeNbHO, VCTUHHAS
pacIpoCTPaHEHHOCTh [AaHHOTO 3abosieBaHMsI B IIOMY/ISINUM, IIO-
BUAMMoOMYy, emé 6onbire. IIpuobperennbiii CYHUQT, o6yc/ioBIeHHbII
IeVICTBYEM JIeKapCTBEHHBIX IIpernapaToB WU OPYTUX MPeXOMsIInX
dbakTopoB, BCTpeyaeTcsi HAMHOTO yaiie [12].



PacnipocTpaHEHHOCTh CUMHApOMAa bpyraga B 00Ieli momyisiiyu B
HacTroslee BpeMs HeusBecTHa. CylieCTBEHHO Yallle OHO BCTpevyaeTcs
B crpaHax [Oro-BocrouHoit Asum (A3mnaTcko-TuUXOOKeaHCKUM
perMoH), rae ero pachopocTpaHéHHoOCTb nocturaet 0,5-1:1000.
CungpoMm bpyrazma y My>kuMH BCTpeudaeTca B 8—10 pa3 uvaile, yem y
keHINH [20-21].

HcTtnHHas pPacIpoCTPaHEHHOCTD KaTexoJaMUHepTuYeCcKoin
nonumopgHoit KT B 06111eii MOMy/sIiinM HEM3BeCTHA, TOCKOIbKY BHE
npuctyna y 6oabHbIXx Ha JOKI  OTCYTCTBYIOT  Kakue-jinobo
crienypuyeckre uameHeHMs. IIo HEKOTOPHIM JAHHBIM, OHA MOXET
nocturathb 1:10 000 [26].

PacrnpoctpanénHocTs AITDK B oOmieit MOMy/sSIiuy COCTABIISIET OKOJIO
1:2500-1:5000, mpm »>TOM CjleAyeT OTMETUTb HEeOJHOPOIHOCTh
reorpaduueckoro pacrpeneneHus. 3abojieBaHMe HECKOJbKO valie
BCTPEYAIOT Y MY>KUMH, YeM Y KeHIMH (COOTHOoLIeHue 2,7:1) [33].

1.4. KogupoBanue mo MKb 10

142.8 — npyrue kapauomumonatuu (oias AAIDK).
146 — octaHOBKa cepmlia.

I46.0 — ocTaHOBKa cepala C YCIEIIHbIM BOCCTaHOBJIEHMEM
cepevHoil AesiTeJIbHOCTH.

I146.1 — BHe3amHas CMepTb, TaK ONIMCAHHAs.

146.9 — ocTaHOBKA cepAlla HEYTOUHEHHASI.

147.2 — xenymouykoBas TaxuKkapaus.

149.0 — GuOGpWLISLIVS U TperneTaHye KeTyq0uKOB.

149.3 — nipexkmeBpeMeHHas JeIoIsIpy3aiis JKeTyq0uKOB.

1.5. Knaccudpuranms

KO, wucxomsaumime M3  OOHOrTO  MCTOYHMKA  (MOHOTOIIHbIE),
XapaKTepU3yIoTCsl OAMHAKOBOI mopdosorueit komiiekcoB QRS u
TOCTOSIHHOV ((pMKCUMPOBAHHON) BEeIMUMHONI MHTepBaja ClerieHus.
IMouTOomMHAsE SKCTPACUCTONMS ITPOSIBIISIETCS Pas3/JIMUYHBIMU 110 (popme
komIuiekcamy QRS, BO3HMKaAWOIIMMM C pasHbBIMU MHTEpPBaIaMU



cuerieHus. EQiM 3KCTPacUCTONMUYECKUIT KOMIIEKC HAaK/Ia[bIBAeTCs
Ha 3y6er T npemmectByooiero Kommiekca QRST ocHOBHOro putma,
TO TaKasl SKCTPACUCTONUS HA3bIBAETCSI PAHHEN MM 3KCTPACUCTOIMEN
tiuna R Ha T (R/T). CMbICI BbIfe/IeHNSI 3TOTO TUIIA SKCTPACUCTOIUN
3aK/I04YaeTcd B TOM, 4YTO, INPU HAIUYUU OINpeneieHHbIX YCIOBUIL
MMeHHO paHHMe JK3 vainie Bcero, MHAYLIUpYIOT JKT n OXK.

MHorma MOXeT TMIPOCAEeXMUBATbCA KPAaTHOCTb IosiBieHusT KD
3KCTPACUCTOJN B OTHOIIEHUM K CUHYCOBOMY PUTMY, UTO MMEHYeTCS
auioputTMmuen. COoCTOSIHUS, TIPU KOTOPBIX IKCTPACUCTOJIA SIBJISIETCS
Ka&XObIM BTOpPbIM, TpPeTbMM WM YETBEPTbIM COKpallleHUEM,
Ha3bIBAIOTCSI OM-, TPM- U KBaJgpUTeMUHMEN, COOTBETCTBEHHO
(puc. 12). K3 MoskeT ObITb OAMHOYHON M IapHOoit (puc. 13). Tpu u
6osee caenyoIIMX MOAPSI KeTYI0UKOBBIX SKTOMMUECKMX KOMILUIEKCA,
10 oIlpeAeneHo, KBAIMPUIMPYIOTCS KaK >XeJTYyJAOYKOBBIII PUTM
WIN JKeJyJOUYKOBasi TaxuKapamsi, eIy YacToTa CaegoBaHus
AKTONMUYECKNX KOMIUIeKCcOoB TIipeBbiiiaer 100 B 1 muH. Tepmuu
«TPYIIIIOBAsl SKCTPACUCTONMUS», KOTOPBI MHOIOA TMPUMEHSIETCS B
OTHOLIeHUM 3-5 cienylomux noapsa XKD, chaemyeT CUMTaTh
HerpaBUJIbHBIM.
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Puc. 12. XenymoukoBasi 6uremunHusi (XonTepoBCcKasi MOHUTOPHAsI
3anmchb IKI).
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Puc. 13. [TapHas enmyg0ouykoBasi SKCTPACUCTOMS, IPOTEKAIOIAs KaK
rnapHas TpureMmHus (XontepoBckass MOHUTOpPHAas 3anuch JOKI).

PeryisipHOCTh CEpPAEYHOTO PUTMa HapylIaeTcsl >KeJIydOoYKOBbIMMU
3KCTPACUCTOJIAMU He TOJIbKO BCIEICTBME UX ITPEKIeBpeMeHHOCTH, HO
" B pe3yJibTaTe BO3HMKHOBEHMS IMTOCTIKCTPACUCTONNYECKUX T1ay3 (/1S
JK3D xapakTepHbl Tak Ha3biBaeMble MOJIHbIe KOMIIEHCATOPHbIE May3bl,
IIPM KOTOPBIX WMHTEpPBa/] CLEIUVIEHMSI SKCTPACUCTONbI B CyMMe C
MOCTIKCTPACUCTOIMYECKOI T1ay30if TpUOIU3UTETbHO paBHbI II0



MIPOAO/IKUTEILHOCTM CYMMApHO/ BeJIMUYMHE [BYX HOPMAaJbHbIX
CepOeuyHbIX LUKIOB [cM. puc. 1]). HeuacTeiM siBieHMEM, KOTOpOe
MOKeT HabmomaTbcs Ha (OHE CUMHYCOBOV OpamuKapauu, SIBJSIIOTCS
BCTAaBOUYHbIE W1V MHTepHoJAupoBaHHbIe KD, He wuMewnye
KOMII€HCATOPHBIX M1ay3.

1.6. Knaccudukanmus B crpatTudmuKamum pmucka
BHE3aITHOM CepaeuHOi CMepTU

TecHas c¢Bsisb BCC ¢ HekoTOpbIMM (OpMamMM KeIydOUKOBBIX
HapylleHUit puTMa cephlla AeaaeT HeoOXOAMMbIM IpPOBedeHME UX
pUCK-CTpaTU(UKALMM, T.e. PaHXMUPOBAHMS II0 CTEIleHM pUcKa
pasButus XK. IlepBasg mnoIbITKAa Takoi cTpaTuduKkaluy Obijaa
npenrnpuusta B. Lown u M. Wolf, kotopbie npemjoxuanu B 1971 r.
rpaganoOHHYI0 K1accupuUKaIuio SKeJTyIOYKOBbIX apUTMUA,
3apeructpupoBaHHbix npu XM OKI. Knaccudukaiius BbigensieT
cnenyouye rpaganmun:

e I'pagauusi 0 — >KeJdyOdoOYKOBbIe HapylleHUs pUTMa cepala
OTCYTCTBYIOT.

e T'pamainus 1 — penkast (He 6osee 30 B yac) MmoHOTOIIHast JK3.

e T'pamanms 2 — vacrasi (6onee 30 B uac) moHOTOIHas JK3.

e I'pagauus 3 — nonuronHas XKo.

e I'paganus 4A — nBe nmocjienoBaTesibHbIe (TTapHbIe) JKO.

e T'pamaiius 4b — HeCKOJAbKO moApsin (Tpu U 6osee) sKeayIoUYKOBBIX
SKTOIIMYECKUX COKpAIeHMIT — «IIpobeskkm» XKT.

e T'pamaims 5 — pansss KO tuna R/T.

'pamauyoHHas knaccuuKauys MMeeT BaxkHelilllee 3Ha4YeHMe [Jis
oueHky pesynbraToB XM JKI. OngHako OHa OCHOBBIBAETCS TOJIBKO Ha
aJieKTpokapauorpapuueckmnx TIPOSIBJIEHUSX KO3. Puck
BO3HMKHOBEHMSI YIPOXKAKOIIVX >KU3HU IKETYLOYKOBBIX apUTMUI
(CKelymoukoBOV  TaXMKapauu, TpemeTaHuss U  QUOPUIISLIUK
JKeJIyJOYKOB),  KOTOpPBIA  MMeeT  CBSI3b C  >KeJYIOUYKOBOI
9KCTPACUCTO/NEN, KaK C MPOBOLMPYIOUIMM (aKTOpPOM, pelialouum
00pa3oM 3aBUCUT IMpeXe BCEro OT XapaKTepa M CTeleHU TSKeCTU
OCHOBHO CepIeuyHOI1 IaTOIOTUNA.

BakHoe  3HayeHMe  [OJIS  KIMHUYECKOM  TIPAKTUKUM  MMeeT
Knaccudurauus (puck-crpatudukaius), npemjgoxkeHHas T. Bigger B
1984 r. OHa npepnonaraeT NpoBeJieHe aHa/IM3a He TOJIbKO XapaKkTepa
JKeJIYIOUYKOBOM 3SKTOMMYECKOM aKTUBHOCTU, HO U €e KIMHUYECKUX
MIPOSIBJIEHUI, @ TaKKe HaJuuus WIM OTCYTCTBUSI OPraHMYECKOro



IOpaskeHMs1 cephalla KaK [pUUYMHBL ee BO3HMKHOBeHus. B
COOTBETCTBMM C OTUMM [PU3HAKAMM BBILEISIOTCS 3 KaTeropmuu
JKeJIyO0UYKOBBIX apUTMUM [7].

¢ K moOpoKaueCTBEHHBIM JKETYAO0YKOBBIM apUTMUSIM OTHOCUTCS
JKD, Bo3HUKaIOLIAS Y JIMII, He MMEMIIMX IIPU3HAKOB 3a001eBaHMs
ceppua («uaoMomaTUUYeCKue» >Kelymgo4yKoBble aputMmuu). IIporHos
KU3HU ITUX OONbHBIX OJIaTONMpPHUSITEH, B CBSI3M C OYE€Hb MaJsoii
BEPOSITHOCTbIO  BO3HMKHOBEHMSI  (paTaJbHBIX  KeTyJOUKOBBIX
aputmuit  (®)K), He oTIMYAlONIENiCs OT TaKOBO B 00IIeH
nomynsiuyu.  IIpodpmmaktuka BCC  He Tpebyercs, OmHAKO
HeoOXOIMMO AMHaMMuyeckoe HaOMo[eHMe, ITOCKOJIbKY Y 4YacTu
601bHBIX KO MOKeT ObITh IMEePBbIM KIMHUYECKUM IPOSBIeHUEM
TOM W UHOW CepHeyHON [aTOIOIUN.

e [[pMHUMONAIIBHBIM OT/INUMEM MOTEHLUMATBbHO 3/I0KaUYeCTBEeHHBIX
JKeTYAOUYKOBBIX apUTMMII OT MpedbIaylleil KaTeropum CIyXKUT
Ha/lMuyMe OpraHnMyeckoro 3abosieBaHMSI cepilia, KakK MPUYMHBI UX
BO3HMKHOBeHMs. Yale Bcero 3TO pasauuHble ¢opmbl KWBC
(Hanbojsiee  3HAUMM  TepeHeceHHbIVi MH@ApKT MMoKapaa),
IOpa’keHue cepAala Mpu apTepuaJbHON TUIIEPTOHUM, MepBUYHbIE
3a6oeBaHMsT Muokapaa u ap. Ocoboe IOMOIHUTEIbHOE 3HAUEHNE
MMeIOT CHIKeHMe @pakiuy BbIOpoca JIeBOTO JKedyJouka U
CUMIITOMBI XPOHMYECKO! CepoeyHOi HeOOCTaTOYHOCTU. Y ITUX
60bHBIX ¢ JK3D (MoTeHIMaabHbIM IMyCKOBBIM akTopoM JKT n ®XK)
eme He Obwio mapokcusmoB KT, smmsomoB TXK mau ®XK, HO
BEPOSITHOCTh X BO3HMKHOBEHMS NOBOJILHO BbICOKA, a pucK BCC
XapaKTepusyeTcsl KakK CyIIecTBeHHbII. BceM Takum O6OJbHBIM
IO/DKHA OCYILeCTBISIThCS MepBuuHas nmpodumaakrmka BCC.

e Kareropuio 3/I0KAaYeCTBEHHBIX JKEJIYyJOUYKOBBIX apUTMMI
dbopmupyoT ycroituumBbie mnapokcusmbl KT U mepeskuTbie
O6naromapsi ycriemHoi peanumanuu caydan BCC y  jaui ¢
OopraHMyeckuM 3abojeBaHueM ceppiia. IIporHo3 >KUM3HM 3TUX
OONMbHBIX  KpaliHe  HeO/MaronmpusTeH, BceM UMM  JO/DKHA
OCYILeCTBSThCSI BTOpuuHas rmpodunaktmka BCC.

OTmenbHO BbIZENSIOT HeycTOMunByrl0 (MeHee 30 cek) XXT vy
OOJIbHBIX CO CTPYKTYPHBIM 3a00jieBaHMEeM cepzalia. [lapoKcu3mbl
HeycTtomumBoi KT, TpM KOTOPBIX YCIIEBAIOT PasBUBATLCS OCTPLIE
TspKeJible HapylIeHUsI TeMOAMHAMMKH, TI0 CBO€eN TSDKeCTU U 3HaYeHUIO
IJISL TIPOTHO3a XM3HU OOJDKHBI IIPUPAaBHUBATLCSA K ycTomunBoin KT,
OIHAKO dYallle TaKue HapylleHMs pUTMa IIPOTEKAIOT 0e3 TSIKETbIX



KIMHUYECKUX TIPOosiBJeHUit. [IJId YTOYHEeHMSI MHIAUBUIAYaAJIbHOM
crertenn pucka BCC Takum OOJBHBIM IIOKa3aHO IIpOBedeHue
BHyTpucepaeuHoro JDU.



2. IluarHocTuka

2.1. JKay1o0bI M1 aHaMHe3

e PekomeHnyeTcsl mipu orpoce mnauyeHTta ¢ JKO OLIEHUThb TSKECTb
KJIMHUYECKNX MposiBieHuii JK3. [4-5].

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

KommeHTapuii: Xapakmep KiauHuueckoi cumnmomamuku KB, a
makxe ee 3HaueHue 07 NPozHO3a 300pP0BbS. U HCU3HU NAUUEHMO08
3asucssm om (Gopm Nposi8eHUsl Camoli IKCMpacucmouu, Ho 8 euje
Oonbleli cmeneHu — 0m OCHOB8H020 3a00/e8AHUSl, KAK NPUUUHbl ee
803HUKHOBeHUsl. Pedkass oduHouHass KD y nuu, He umenoujux
NPU3HAKO8 O0pP2AHUUYECKOLl Namosiozuu co CMOpoHsl cepdua, mMoxicem
npomexkams 6€CCUMNMOMHO UU MATIOCUMNIMOMHO, NPOSIBAACH JUULDL
oulyweHuem nepeboeé coO CMOpOHbl  cepdua, nepuoduyecku
becnoxkoswux nauueHmos. Yacmas skcmpacucmoausi ¢ nepuodamu
OuzemMuHuu, 0CO0EHHO Yy OO0JILHBIX CO CHUMCEHHbIMU NOKA3amensmu
cokpamumenwvHoli Qyuxkyuu cepoua (MBC, kapouomuonamuu, opyzue
Gopmbl  nopaxgceHuss Muokapoda), hnomumo nepeboes, Moxem
npusooums K CHUMEHUI0 apmepuanbHoz0 0aseHusl, NosIBJEHUK)
uyecmea cnabocmu, 2071080KPYHCEHUIO, NOSIBNEHUN U HAPACMAHUI
o0blwiKu [4-5].

Knunuueckue nposienenus #ceayo0oukoeoli napacucmonuu aHalo2udHbl
KO.

e [Ipu ompoce mainyueHTa CO CTPYKTYPHBIM 3abojieBaHMEM ceplia,
MMeOLLero BBICOKMI1 PUCK SKeTyO0YKOBbBIX apUTMUIA,
pPEeKOMEHYeTCsI 1IeJIeHAIIPABJI€HHO BBISICHITh HaJM4Me Kajioo,
KOTOpbIE TOTEeHIMAJIbHO MOT'YT OBIThH 00YyCJIOBJIEHDI
MapOKCU3MaTbHBIMU SKeTYIOYKOBBIMU apUTMUSIMMU. [4-5].

VpoBensb yoegutenabHOCTH I (YypoBeHBb JocTOBepHOCTH C)

KommeHTapuii: KiauHuueckue nposi8ieHuss NapoKCUSMAaibHbLX
HeYOOUKOBbIX MAaxuKkapouti Mozym CyuleCmeeHHO pasiuduamscs 6
3a8UCUMOCMU 0M COCMOSIHUSL 2eMOOUHAMUKU — 8 JIEZKUX CIyuasix
Oo/MbHBIE  MOZYm —ommeuams Jullb yuauwjéHHoe —cepduebueHie,
duckompopm 8 epyou (8 pside cayuaes nposieJieHUss U B808ce



0mcymcmaeyiom), 8 MSKENbIX — UHMEHCUBHYH 3azpyduHHyw 00J1b,
yoyuive, 20/1080KpYH(eHUEe, NPECUHKONA/NbHble U  CUHKONAJIbHblE
cocmosiHus. Taxecms KAUHUYECKUX NPOABJIeHUll 3asucum om
uacmomst cepoeuHblx COKpAawleHuli 80 8pems NAapoKcusmd, HAaudus
wiu  omcymcmeuss CmMpyKmypHozo  3abonesaHus — cepoua U
conymcmaywujeti namonozuu (Hanpumep, amepockiepo3
OpaxuouedanvHslx apmeputi).

PekomeHyeTCsI VMICKIIIOUUTDH OMArHo3 >KeayLOYKOBOM TaxuKapAuUu
TIpU OTCYTCTBME TPU3HAKOB reMOAMHAMMUUECKO/ HeCcTabuIbHOCTU
BO BpeMsI MapoKCM3MOB.[4-5].

VpoBeHb yoeguteabHOCTH I (YypoBeHb JocTOBepHOCTHU C)

JKelymouKkOBbIe HApyIIeHUS PUTMAa PeKOMEeHIyeTCs pacCMaTpuBaTh
B KaueCcTBe OOHOM M3 BEpPOSTHBIX TMPUUYMH CUHKOIIAJIbHbIX
COCTOSIHUIT Yy OOJNIbHBIX CO CTPYKTYpPHBIM 3aboJjieBaHMEM Cep/lia,
0COOEeHHO Y IallMeHTOB, IIepeHeCIInX OCTPhIi MHDAPKT MUOKApAA,
CO CHIDKeHHOI (pakiimeii BbiOpoca ieBOro skemayaouka.[4-5].

VpoBeHb yoeguTenbHOCTH | (YypoBeHb JocTOBepHOCTHU C)

CYMQT wu  karexonamuHeprumdyeckas  mnoaumopdHas KT
pPEKOMEHIyeTCs pacCMaTpMBaTh B KauyeCTBEe BO3MOXXHBIX ITPUUYNH
CMHKOTAJIbHBIX COCTOSIHMI, BO3HMKAIONIMX HA BbICOTe PU3MUYeCKOii
MM SMOLIMOHAIbHOM Harpy3Kkiu, 0COOeHHO y MOJIOAbIX IallieHTOB,
He MMeIOIIMX CTPYKTYPHOTO 3ab6o0/eBaHus cepaiia.[4-5].

VpoBenb yoegurenabHocTH I (ypoBeHb JocTOBepHOCTH C)

IIp cbope anamuesa 6ombHbIXx CYMQT pekoMeHmyeTcsi ocoboe
BHMMAaHMe YOeJSTh NPUHMMAeMbIM IalieHTOM JIeKapCTBEHHbIM
mpernapaTaM, TIIOCKOJbKY yaiuHeHue wuHTepBasa QT Moryr
BbI3bIBATh MHOTYE HEKAPAMOJIOTMUECKMEe JJeKapCTBEHHbIE CPeICTBa
(IIOCTOSTHHO OOHOBJISIEMbIN IlepeueHb IIPENCTaBJIeH Ha caiiTe
http://www.azcert.org).[4-5]. (http://www.azcert.org)

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

ITpun IO 03pEeHUM reHeTUYeCKu IeTepMUHVPOBAHHbIX
XeJTyIOUYKOBbIX HapylleHuii puTMa cepilia peKoOMeHAOBaH cOop
CeMeiHOro aHaMHe3a, HalleJleHHbII Ha BbISIBI€HME Cly4yaeB
BHe3aIHbIX U HEOOBSICHMMBIX CMepTelt (Hampumep, YTOILJIeHME)
OMM3KMX POJCTBEHHMKOB B MOJIOAOM Bo3pacTe.[4-5].

VpoBeHb yoeguTenbHoCcTH | (ypoBeHBb JocToBepHOCTHU C)


http://www.azcert.org/

2.2. ®usuKajbHOe 00ciIenoBaHue

BoisiBIeHMe TIPU3HAKOB T'eMOAMHAMMUYECKOM HeCTabMIbHOCTU
peKoMeHI0BaHO TIpu (PM3UKaJAbHOM 00C/IefOBaHUM ITAlIMEHTOB C
IapOKCU3MaIbHBIMU HapyILIeHUIMU pUTMa ceppua. [3-4, 10].

VpoBeHb yoeauTeabHOCTU I (YpPOBEeHb JOCTOBEPHOCTU A)

KommenTapuii: IIpu nodasnsiiouiem O0NbUUHCMEBE X(eY0OUKOB8bIX
HapywieHuli pumma cepdua hnpu @QusuxkaibHom 006cnedosaHuul
nauueHmo8 8He  NApPOKCU3MA  Kakue-iubo  u3MeHeHusl  He
ommeuaromcs.

BHeouepedHble cepleuHble COKpauleHust (IKCMpacucmossl) Mozym
Oblmb OMMeueHsl Npu nodcuéme nyjavca, usMepeHuu apmepuaibHozo
oassieHus u1u ayckyasmayuu cepoya nayueHma.

B pedkux cnyuasx npu o6cnedosaHuu 60bHbIX 8poxcdéHHbiM CYUQT
unu AIIDK 803MOX#HO OOHapyyceHue aHOMAaulli 0p2aHo8 uys8cme
(8pOHCOEHHAS 21yX0MA) U KOCMHO-CYCMABHOLI CUCMEMbL.

2.3. JIJabopaTopHast JMarHoCTMKa

Bo Bcex ciaydasix =~ peKOMeHAOBaHO  oOclemoBaHMe — Ha
TIOATBEPKAEHME WM UCKIIIOUeHMe TMPexXonsnX (KOpPpUTUMPYeMbIX)
dbakTOpoB, 3HAUMMBIX [Js BO3HUKHOBEHMS KeJIYIOUKOBBIX
apuTMui (TIipyeM CephoevyHbIX IMIUMKO3UIAOB, aHTUAPUTMMUUECKUX
TpernapaToB, YpOBEHb Kajusg U MarHusi B CBbIBOPOTKE KPOBMU,
TIpU3HaKM OCTPOro nHdapKTa MuoKapzaa u ap.).[4-5].

VpoBeHb yoegutenabHOCTH I (YypoBeHBb JocTOBepHOCTHU C)

[TanmeHTaMm co 3HaYMMbIM yajauHeHuem MHTepBasa QT Ha IKT
PeKOMEeHIOBAaHO  IpoOBeJeHMe  KOMIUIeKCa  aHaau30B  [JIA
BBISIBJIEHMSI TPEXOASIIMX MpUUYMH (HAIIpUMep, TUIIOTUPEO3,
ruroxkajieMus u ap.)[4-5].

VpoBeHsb yoegutenabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

BombHbIM, Yy KoTOpbiX Ha JKI' permcTpupyiorcs MOpU3HAKU
cuHapoMa bpyraga, peKoMeHI0BAaHO IIPOBeIeHMe KOMILIeKca
AQHA/JIM30B [JIS BBISIBJIEHUS TMPEXONAIINUX IPUUYMH (HAIIpUMep,
OCTPBI/i KOPOHAPHBI CUHIPOM, TPOMOOIMOOIMUSI JIETOUHOI
apTepuu, iepuKapauT u ap).[4-5].



VpoBeHb yoeguTeabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

2.4. UHCTpyMeHTa/IbHAA JUArHOCTUKA

e OKI' B 12-TM oOTBegeHMsIXx B IIOKOe peKOMeHIOBaHa BCeM
MMalyeHTaM, KOTOpble ITPOXOAST 00c/iegoBaHue Ha IIpeJMeT
JKeTyI0YKOBbIX apuUTMMUIA. [4-5].

VpoBeHb yoeauTeabHOCTU I (YpOBEHb JOCTOBEPHOCTU A)

e AmOymaTtopHoe (XomrepoBckoe) MoHUTOpMpoBaHue OKI' B 12-mu
OTBEIEHUSAX PEKOMEHAYeTCsS [JisSi BbISIBJIEHUSI U IOUArHOCTUKU
HapyIIeHU1 puTMa cepla, Ojs OleHKM usMeHeHui uurepsaia QT
1 usmeHeHni cermenra ST. [5].

VpoBeHb yoeauTeabHOCTU I (YpPOBEHb JOCTOBEPHOCTU A)

® HpI/I CIiopagandyeCKux CMMIITOMaxX peKOMEeHJ0BAHO MCIIO/JIb30BaHMeE
permcTpaTopa COOBITHI JJIs1 BbISIBJIEHU S BO3MOJXHDBIX
TPaH3UTOPHBIX apI/ITMI/II‘/JI, CITOCOOHBIX BBI3bIBATDH TaKMe CMMIITOMBI.

[5].
VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

e B3pocnbiM mainyeHTaM, y KOTOPbIX 110 BO3PACTy WJIM [0 XapakTepy
cumnToMoB  BepositHa MBC, pekomeHaoBaHa mpoba ¢
IO3MPOBAHHOM dusmueckoit HarpysKoi, C 11eJIbI0
IVArHOCTMYECKONM ITPOBOKALIMM MUileMuyeckux nameneHmin IKI' u/
WJTU SKeTyI0YKOBbIX apUTMMIA. [5].

VpoBeHb yoeauTeabHOCTH | (YpOBeHb JOCTOBEpHOCTHU B)

e JIpo6a c mo3upoBaHHOV (uU3MUECKOit HArpy3Koii peKoMeHAoBaHa
rnangyueHTaMm, eciM  U3BeCTHO WIM  [peprnojgaraeTrcs, 4To
JKeJTyIOYKOBbIE apUTMUM, IIPOBOLIMPYIOTCS dbusuueckoit
Harpy3Kom, i1 YCTAaHOBKM IMarHosa M OIlpepnesieHusi MporHo3a.

[5].
VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)

e JIpoba ¢ mo3MpoBaHHONM GU3NYECKO HArpy3Koit MOKeT ObITh
pEeKOMeHJOBaHa [Jjs1 OLIEHKM pe3y/JbTaTOB MeOUKaMeHTO3HOM
Tepanuu wiu abmauuu, eI WM3BEeCTHO, YTO KeyIOYKOBBIE
apUTMUU TIPOBOLUPYIOTCS (PU3MUECKOii Harpy3Koii. [5].



YpoBenb yoeautenbHocTH Ila (ypoBeHb nocroBepuocTu C)

Oxokapauorpadus  peKOMeHJOBaHa  BCeM  ITaliMeHTaM  C
TIpeaIIoaaraeMbIMM I 3BECTHBIMU SKeTyIOYKOBbIMU
apuUTMuUSIMU, 17151 otleHKU GyHKUIMM JDK 1 BhISIBJIeHUS] CTPYKTYPHOI
naTooruu cepaia. [4-5].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)

Oxokapauorpadus c¢ 1enbio oueHkuM dyakuumu JDK u IDK un
BBbISIBJIEHMSI CTPYKTYPHOI IIAaTOJIOTMM CepAlla peKOMeHI0BaHa
NnamyeHTam C  BBICOKMM  PUCKOM  OIACHBIX [JISI  SKU3HU
JKEeJTyJOYKOBBIX apUTMMIA MM BHE3aIlHOM CMepTH, B TOM YNUCIe
nmaluyMeHTaM C  OWiaTalMOHHONM, rumneprpoduueckoit  win
TPaBOKEIYIOUYKOBOM KapAMOMMOIIaTHeN, JuUliaM, [epesKuBIINM
OCTpbI MHGPAPKT MIUOKApP/a, a TaKKe pOACTBeHHMKAM IallIeHTOB C
HaC/IeICTBEHHbIMM 3200/IeBaHUSIMM, COIIPSDKEHHBIMM C BBICOKMM
PMCKOM BHe3aImHo cMepTu. [4-5].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

ITIpoba ¢ mo3upoBaHHON (PMU3MUECKOV HArpysKoii B COUETAaHUU C
BU3yalu3anuen cepaua (cTpecc-axokapauorpadus WIn
nepdysuoHHass OAHOMOTOHHASI 3SMMCCHMOHHAsT KOMIIbIOTEpHAas
ToMorpadusi C Harpyskoii) peKOMeHJOoBaHa ISl BbISIBJIEHUS
0ecCUMIITOMHOI UIleMUM MMOKap/ia y TeX 60/IbHbIX SKeTyI0uKOBO
apuTMMein, KOTOpble, C y4eTOM BO3pacTa U CUMIITOMATUKN, UMEIOT
BepossTHOCTh WMBC, m y Kkotopeix OKI' He [aer HagexXHON
nHpopmauuy (IIpUMeHeHMe AUTOKCUHA, rumneptpodbus JDK,
menpeccust cermeHta ST >1 MM B mokoe, WPW-cuHgpom wmian
O1okajia 1eBoii HOXKH Imyuka 'mca). [5].

VYpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

JlekapCTBEHHbBIN CTpecCc-TeCT B COYETAaHUM C BUIyaIU3ALMEN
cepAlla peKOMEHIOBaH I BbISIBJIEHMUS 60eCCMMIITOMHONM MIIeMUU
MMOKapja TemM 60JIbHbIM KeTyqOUYKOBbIMM apUTMUSIMM, KOTOPbIE, C
y4eToOM BO3pacTa U CUMIITOMATUKM, UMEIT BeposTHOCTb UBC, u
KOTOpble (U3MUECKM He B COCTOSIHMM BBIIIOJHUTH MHpPOOYy C
I03MPOBAHHOI (PU3MUECKOIi Harpy3Koii. [5].

VpoBeHb yoeguTeabHOCTH | (YpOBEeHb JOCTOBEpHOCTHU B)

BoimonHenuu MPT unmu KT ceppiia y OOMbHBIX JKeTyOOYKOBbIMU
apUTMUSIMU 11€1ecO00pa3HO B C/Iyvyasix, KOrma sxoKapauorpadpus



He nmaeT TouHOM mHpopmauyuu o ¢yHkuuu JDK u IDK m(uin) o
CTPYKTYPHBIX U3MeHeHUsIX cepAtia. [5].

VpoBensb yoegutenbHoCcTH Ila (YpoBeHb JOCTOBEPHOCTH B)

2.5. InddepeHnimpoBaHHasAs AMarHOCTUKA

CuHapom yaamMHEHHOro nHrepsaaa QT

e [Inaruo3 HacteactBeHHOro CYVIQT MoXKeT ObITh TaKKe ITOCTaBIeH
1pyu noBTOpHOM peructpaunum Ha IKI' yoauHenusi matepBaia QTc
o 480-499 mc y manMeHTOB C CUMHKONAJIbHBIMU COCTOSSHUSIMU
HEeSICHOTO TreHe3a, IIpU OTCYTCTBUM TeHEeTUYECKOM MyTaluuu WU
IPYruX OpuunH yaanHeHuss uutepsaia QT.[22]

VpoBeHb yoeguTenbHOCTH I (ypoBeHb gocToBepHOCTHU C)

KommeHTapwuii: Ilockonvky yonuHeHue uHmepsana QT moxcem
HOCUMb npexooawuti xapakmep, 8 ouazHocmuke 3a60/1e8aHusi UmMem
3HaueHue npodosxumensvHas pezucmpayuss K[  (Hanpumep,
cymouHoe MmoHumopuposanue OKI' no Xonmepy; OaHHbIli Memoo
0cobeHHO uHpopmamuseH y OonvHvix CYHQT 2-20 u 3-20 munos,
NOCKOJIbKY 'y 00JbHbIX dmumu (opmamu 3abosie8aHuss Haubojvbuiee
yeesuueHue onumenvsHocmu uumepsaia QT ommeuarom 00bIUHO 8
HOUHOE 8pemsi).

e [Ipu BoissBeHun CYMQT pekomMeHO0OBAaHO MpOBeIeHEe KOMILIeKCa
MHCTPYMEHTAJIbHBIX 00C/IeIOBaHMI OIS UCK/IIOUEHMS TTPEeXOIsIIINX
npuuuH (T.e., IpoBemeHue auddepeHMaTbHON IMAarHOCTUKNA
MEeXy BpOsKIEHHO 1 nmpuobpetéHHbiMU popmamu CYUQT).[22]

VpoBens yoegutenabHOCTH I (YypoBeHb JocTOBepHOCTHU C)

KommenTapwuii: yoaunenue uumepsana QT moxcem Obimb 68bI1386aHO
uenvim psidom Gakmopos, npusodswyux K 3amedsneHulo Npoyeccos
penonspusayuu Muokapoa xcenyooukos. K Hum omuocsamcs:

= Opadukapius, 00ycn081eHHAss OUCyHKYuUell cuHyco8oz20 y3ia uau AB
610Kadoti;

= 2UNOMuUpeos;

= HApYWeHUsl 1eKMPONUMHO20 00MeHA (2UnoKaiemus, 2unoMazHeMusl)
gcnedcmetie npumeHeHus Jduypemukos unu namoJio2uu
HaonoueuHuxkos (curopom KouHa), a makxe npogysHoii duapeu uau
HEYyKpomuMoti peomsoi;



HapyweHus 0enK08020 numaus (01umenvHoe «duemuyeckoe»
20]100aHUe, Hep8HAasi AHOPEKCUsl, napeHmepanibHoe numaue u op.);
ocmpolti uH(papkm muokapoa;

BHYMpuuepenHoe KposousausiHue

UHmMoKcuxkayus pocpopopzavuueckuMu coeOUHeHUIMU;

NPuém siekapcmeeHHbvlx Npenapamos.

HOnst nuarHoCTMKM HacnencrBeHHoro CYMQT B COMHUTENbHBIX
cTy4yasix 1eaecoobpasHbl MPOBOKAILIMOHHbBIE TPOObI.[22]

VpoBens yoeagutenbHocTH Ila (ypoBeHb gocroBepHocTy C)

KoMmmenTapwuii: B yensx obecneueHuss 6e30nacHocmu nayueHma u
noevlweHust OuazHOCMu4eckoll 3Hauumocmu, cyujecmeyem psio
mpebosaHuti, Komopwle 00MXHHbl OblMb YumeHsl Npu hposedeHuu
OdaHHblx  duazHocmuueckux uccaedosaHuti. ITockonvky 8  xode
Uccnedo8aHuli 603MOXHA UHOYKYUS ONACHBIX OISl HU3HU HAPYUEeHUU
pumma cepoya, 8ce NPoBOKAYUOHHbIE NPOOBI O0JIHCHBI NPOBOOUMBCS
ONbIMHbIM ~ MEOUUUHCKUM  NEepCOHANIOM  Npu  Henpepvl8HOl
pezucmpauuu IKI' (cnedyem npousgodums moHumopuposaHue IKI' do
NONHOUL  HOpMANU3AYUU UHOYYUPOBAHHBIX 8 X00€ UCCNed08aHUS
U3MeHeHut IKT, npu nposedeHuu (apmakonozuueckux
NpoBOKAUUOHHbIX hpobd — He MmeHee 30 MuH nOCie OKOHUAHUS
88edeHUs npenapama) u cucmemamuueckom usmeperuu Al 6016H020,
8 YC/I08USX HENocpedCmeeHHol 0ocmynHocmu HeobXo0umozo Ons
cepOeyHo-1e20UHOT peaHumavuu 0b6opydosaHus [éxkntouas
deubpunnsamop] u B03MOMCHOCMU HE3AMEONUMENbHO20 B8bl308a
gpaua-pearHumamosnoza. IIposedeHue HaA2PY30UHbIX NPOO OOMHCHDI
ocywecmensims (pusuuecku mpeHupo8aHHble COMpPYOHUKU, CNOCOOHblE
ybepeub nayueHma om hadeHus 8 Cayude B03HUKHOBEHUS
2eMOOUHAMUYECK020  KOIANCca Npu  UHOYKYUU  JeyoouKo8bulX
apummuti.

IIposoxayuoHHble npobbl 0aneko He 8cez0a 8vl3bl8aA0Mm MunuyHsle 015
KOHKpemHozo 3abonesarus usmererust IKI. [TozpaHuuHbvle U3MEHEHUS]
He 00JIHHbl PacyeHusamscs Kak dudzHocmuuecku 3Hauumole. B cnyuae
nozpamuuHsix usmeHeHuu OKI' unu ompuuamenvbHo2o pesyivmama
uccnedosarHuss — npu  Ooaswoli  eeposmHocmu  3a00J1€e8aHUS
(xapakmepHas KJAUHUYECKAs KAPMUuHa, pe3y/ibmamsl 2eHemuyeckux
uccnedosaruti) yenecoobpasHo nposedeHue Opyz0ii NPOBOKAUUOHHOTI
npoowl.

st BBISIBJIEHUS CYNQT VCIOJIb3YIOT cnenyolye
MIPOBOKAIIMOHHbIE ITPOOBbI.



= AKTHUBHAas opToCTaTNdYeCKas npoﬁa. OueHka JOUMHAMUKU

mHtepBasia QT nipu peructpauumu IKI' B Xome OpTOCTATUUYECKON
IpoObI  00/1aaeT OMarHOCTMYECKOM 3HAUYMMOCTBIO, ITO3BOJISSI B
psime ciayuaeB BbISIBUTH OonbHbIX CYUQT. Ilocwrte mepexoma B
BepPTUKAJIbHOE TIIOJIOKEHME OTMeYaeTCsl YMEepeHHOe YBelundeHue
YaCTOThl CMHYCOBOIO PUTMA, IPU 3TOM Yy 3[0POBBIX MAlLMIEHTOB
onuTenbHOCTh MHTepBaia QT ymeHbinaeTcst, a y 6ompHbIX CYHQT
(ocobeHHO 2-TO TUIIA) TIPOAODKUTENbHOCTh MHTepBana QT
YMEeHbIIaeTCs] MeHee CYIIeCTBeHHO, He U3MeHSeTca WiIn
YBeINYNBAETCS.

IIpo6ba ¢ [do3upoBaHHOV (U3MUECKOVI HaArpy3Koili Ha
Be/JIo3proMeTrpe wiu Tpeamwuiae. Haubonee wuHdbopmaTuBHA
OlLleHKa OJuTe/JbHOCTM MHTepBana QT B mepuon BOCCTaHOBIEHUS.
HnutenbHOCTh UHTepBasia QTc >445 MC B KOHIe Ilepuopa
BOCCTAHOBJIEHUST (CITYCTS 4 MMUHYTBI I10C/IE OKOHYAHUS HArpy3Ku)
xapaktepHa gjst 6ombHbIX CYUQT 1-ro u 2-ro Tunos. [Ipu sTom
mutenbHOCTh uHTepBasia QTc <460 Mc B Havajle Iiepuona
BOCCTAHOBJIEHMS MTO3BOJISIET OT/IMUUTh 60/bHBIX CYMQT 2-ro THna
oT 60sbHBIX CYWQT 1-ro Turma.

dapmakosornuyeckme MpoBOKAIMOHHbIE IIPOObI:

[Ipo6ba ¢ anmpeHanuHoM (snuHedpuHOM). II03BOJSIET BBISIBUTH
6onbHbIx CYMQT1, 1ockonbKy Ipu 3T0i hopme 3abosieBaHUs IpU
npoBefeHnM MHQPY3UM aJpeHaHa OTMedaeTcsl mapagoKcaabHOe
yBenuueHue anautenbHocT uHTepBasia QT. IlpepjokeHsr 2
MPOTOKOJIa TPOBedeHMsI MAaHHOI MpoObl: TIpoTokon Ilumuiry
(Schimizu), B xome KOTOpOro Bcjiend, 3a OOMIOCHBIM BBeIEeHMEM
OCYIIECTBJISIeTCSI KpaTKOBpeMeHHass WHQy3Mus1 aapeHaduHa, U
nporokon  Meito (Mayo), B COOTBETCTBMM C KOTOPBIM
OCYILeCTBIISETCS BHYTpPUBEHHAs MHPY3Us MOCTeNeHHO
yBenMuMBaeMoit 103bl afipeHannHa. O6a 3TUX MPOTOKO/a 06/1aat0T
COTIOCTaBMMbBIMM  UYBCTBUTEJBHOCTbIO U  CHelUGUUYHOCTDIO,
XOPOIIIO MePEeHOCSITCS U PeIKO COMPOBOXKAAKTCS HeXXelaTelIbHbIMU
peakuusamu. IIpoba paclieHMBaeTCs KaK TOJOXKUTeIbHAs TIpU
yBeIMUeHUM AauTeabHocT uHTepBasia QT >30 Mc Ha @QoHe
nHdy3un ampeHanuHa B go3de ngo 0,1 Mkr/kr B mMuH. Cremyer
OTMETUTb, UTO MpaBWIbHOE M3MepeHue muTtenbHocTy QT Ha dhoHe
MHQY3MM  aapeHaIMHa  4YaCcTO  3aTPygHEHO M3MeHEeHUSIMU
Mopdosoruu 3yo1oB T, 0COGEHHO ecu IIpU 3TOM PETUCTPUPYIOTCS
BBICOKOAMIUIMTYyAHbIe BOAHbI U. ComyTcTBywIuii IpueM [3-
agpeH00/I0KaTOPOB  CHMKAeT JOMArHOCTUUECKYH 3HAYMMOCThb
npo6sl. Cpenyt HeXXeNlaTelbHbIX peakiiynii, BO3HMKAINX Ha GoHe
MHDY3UM aApeHaqnHa, HEOOXOAMMO YIIOMSHYTb apTepUalbHYIO



TUMIEPTEH3UI0 U MHAYKIMIO OIACHBIX [JISl KU3HUM HapylleHUM
putMa. JIMarHocTU4yeckoe  MCCAedoBaHMe  JODKHO  OBITh
IIpeKpalleHo IIpu IMOBbIIeHur cuctoamdeckoro AJl >200 mm pT.CT.
(MM TIpYM MEHbIINX 3HAUEHMSIX B CAydasx, ecly apTepuajbHas
TUIEePTEH3MSI COIIPOBOXAAETCSI BbIPAXKEHHBIMU KIMHUUYECKUMU
MIPOSIBJIEHUSIMM), BO3HMKHOBEHUU pelUANBUPYIOLINX
HEYCTOMUMBBIX  IPOOEKeK  WIM  MHAOYKOUM  YCTONYIMBOTIO
nmapokcusma JKT. B cioyyae BO3HMKHOBEHUMSI  KIMHUYECKU
3HAUMMBbIX HeXKeJTaTeTbHbIX s dexToB 11eJ1eC000pa3HO
IIpUMeHeHNe KOPOTKOZAEVCTBYIOIIUX B-ampeHO06I0KAATOPOB,
BBOJMMbIX BHYTPUBEHHO.

ITIpoba c¢ ameHosuHoM. BonbHbiM CYUQT xapakTepHO yBeauveHue
npopokuTebHOCTU MHTepBasioB QT >410 mc u QTc >490 wmc,
perucTpupyeMble BO BpeMsI MMHMMAJIbHOM YaCTOThI CepaeYHbIX
COKpallleH!i1 TPy MHIYIIMPOBAHHOM aJleHO3MHOM Opaaukapauu. B
HaCTosIIlee BpeMs AMarHOCTUYEeCKas 3HAUMMOCTh JAHHOW ITPOObI
M3yyeHa Ha OrpaHMUYEHHOM KOJIMUYeCcTBe OOJbHBIX T'e€HeTUUeCKU
noaTeepxkaeHHbIM CYUQT, nmosTomy MHTeprnpeTanus MoJTy4eHHbIX
B XOJle 1CC/IeIOBaHMSI pe3y/lIbTaTOB TPeOyeT OCTOPOKHOCTHA.

CYUQT cnenyer nmuddepeHIMpoBaTh OT APYIUX BO3MOKHBIX
MPUYMH CUHKOIIQJIbHBIX COCTOSIHUMIA, YYMUTHIBAsl OTHOCUTEJIbHO
MOJIO[IOM BO3pacT OOIbHBIX, IIPEXAe BCEro, OT 3MUIENICUM U Ba30-
BaraJibHbIX OOMOpPOKOB, a TakKXe OT MOPYIrMX BPOKAEHHBIX
KeJTyIOUKOBBIX HapYIIEHUI pUTMa cepalia.

Cunapom bpyrazga

PekomeHayeTcsl i MIOCTAHOBKM [uarHosa CUMHApoma bpyraga
perucrpanys XapakTepHbIX AAHHOMY 3abo0/ieBaHUIO M3MeHeHUI
OKT (tum A; Tabm. 2, puc. 14) XoTs1 661 B OTHOM 13 TIPABBIX I'PYIHBIX
OTBeLeHUI MpPU PaACIIOJIOKEHUM 3JIeKTPOAOB B CTaHOAPTHBIX WU
BBICOKUX (10 2-TO MeXpebepbs) MO3UIUIX.[22]

VpoBensb yoegurenabHocTH I (ypoBeHb JocTOBepHOCTH C)

Tao6muma 2. SKI'-tunsl Cunapoma bpyrama

N3MmeHeHunsa DKIr SneBauusas no TUNy dneBauynMsas Mo TUMY <«CMUHK
«cBoga» (Tun 1) cepna»
Tun 2 Tun 3
SneBaumsa To4kn J =2 MM >2 MM =2 MM
BonHa T OTpuuaTtenbHas MonoxutenbHas MonoXxuTtenbH:
nnu
AByxdasHas




KoHeuHass 4yacTb cermMeHTa [MocTeneHHOEe CHUXeHne 2neBauus 2neBauus
>1 MM <1l MM

lMpumeyarHne: 1 mm = 0,1 MB

7T KBRS E . Tun2 Tun 3,

EEr
T
R
'-i
()

-

f
&
%
\ |

//

V4 |

-
]

FEEE
_,P.h_j L__‘,f\\_

E=S peaSmms o= sw g mey meas Y

a0 ms

Puc. 14. SKI'-tuner Cuazapoma bpyrama. CrpenkamMu yka3aHa
TOYKa J. dneBauyus 6onee 2 MM.

V3MeHeHMsST KOHEYHOM 4YaCTU >KeJyJOYKOBOTO  KOMILJIeKCa,
XapakTepHble OJis1 CMHApoMa bpyrama, MOTYT MMEThb IPEeXOnsIuiA
xapakrtep. [ToaTomy B Tex ciiyyasx, Korga uMeromyecs 3anmcu KT
He HecyT B cebe IIPM3HAKOB, B IIOJIHOM Mepe YKIaIbIBAIOLIMXCSI B
IVArHOCTUYeCKre KpUTepuu, HO eCTh OCHOBaHMEe IIpedrojiaraTb
Ha/iMuMe CUHApoOMa bpyraga, peKoOMeHOOBAaHO IIpOBeIeHue
IMArHOCTUYECKUX ITPOBOKAIMOHHBIX JIEKAPCTBEHHBIX Mpo6 C
MCIIO/Ib30BaHMEeM OJIOKATOPOB HATpPUEBbIX KaHa/JIOB, BBOIMMBIX
BHYTPUBEHHO.[22]

VpoBenb yoegutenabHocTH I (ypoBeHb gocToBepHOCTH C)

KoMmeHTapuii:  uchons3ylom  npo8OKAUUOHHble  Npobsl ¢
BHYMpUBEHHbIM 88edeHueM atimanuva (8 dosze 1 mez/ke; Haubonee
uyscmeumenvHoe U cneyuguuHoe ucciedosatue; npenapam 8 Poccuu
He 3apezucmpuposaH) uau hpokauHamuoa™* (8 doze 10 me/kz),
No380JIAIWUX 8 uacmu Ccayudes <«OOHAMUMb» NPU3HAKU 3MO020
cuvopoma. @apmakosnozuueckue NpPoBOKAUUOHHbIE NPOoObl OONHCHbBI
nposooumscsi  ONbIMHBLIM ~ MEOUYUHCKUM  NepCcoHaloM  hpu
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monumopuposaruu IOKI' 6016H020 U 0053amenbHOL 803MOXCHOCMU
opeaHu3ayuu peaHuMAayUuOHHbIX Meponpusimuti 6 ciayuae UHOYKYuu
ONAcHbIX O  JMU3HU H#eayo0ouKoevlx apummuli noo eausHuem
8800UMbLX Npenapamos.

PekomeHnyeTcs: nOj11 NOCTAHOBKM [MarHosa CuHApoma bpyrana
peructpauusg Ha OJKI' CHOHTAaHHON WIM UHIAYUMPOBAHHOM
JIeKapCTBEHHBIMM TperiapaTamy sjeBaluu cermeHta ST mo Turmy
«cBoma» (Tum 1) xXOoTss Obl B OOHOM M3 IIPaBbIX MpPEKOPAMATbHBIX
orBeneHuit (V1—Vy) Mpu pacrojaoskeHuy 3JIeKTPOLOB B TUIIMUYHOM
MeCTe M/ Bblllle CTaHAAPTHO MO3UIMHK, BILIOTh 00 II Meskpebepbe
[22].

VpoBeHb yoeguTenbHoCTH | (YypoBeHb JocTOBepHOCTHU C)

[Ipu BoIsBieHMM HA IKI' M3MeHeHMi1, XapaKTepHBIX OJIs1 CMHAPOMA
Bpyrama, peKkoMeHIOBAaHO 0OcjaeloBaHMEe [JIS MCK/IIOUeHUS
MPeXOIIINX IPUIUH.[22].

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

KommenTtapwuii: Cundpom Bpyzada cnedyem dugpgeperuuposams om
Opyzux B03MOMCHbIX NPUUUH CUHKONANbHBIX COCMOSIHULL, YuUumblieas
OMHOCUMeNbHO MOo000ll 803pacm 00JbHblX, npexcde 6cez0, 0m
anunencuu U 8a30-8az2ajbHbIX 00MOPOK08, a Mmakxe om Opyaux
BPOMOEHHBIX HeJTyJOUK08bIX HapyuleHuli pumma cepoua.

IMpuuunamu «6py2adonodooHsvix» usmeHenuii IKI' mozym 6vime:

. amunuuHas 61o0xkada npasoti Hoxcku nyuka Iuca;

. 2unepmpo@ust 18020 xcenyodouxa;

. (heHomeH paHHell penonapusayuu #eayodouKos;

. 0OCMpulii KOpOHApHbIll CUHOPOM;

. AHE8pU3Ma J1e6020 HeslydouKa;

. cmeHokapous IIpuHymemana;

. ocmpelll nepukapoum;

. 2emonepuxapo;

. mpom60aImMboIUA NIE204HOTI apmepuu;

. paccaausarouidas aHespusma aopmal;

. 2J1IeKMPONUMHbLE HAPYWEHUS (2unepKanuemusl, 2unepkaivyuemus);
. 2unomepmus/zunepmepmusi;

. ApummozeHHas OUCN1a3usl-KapouomMuonamust npasozo Heayo0ouka;
. MeXamuueckasi KOMNpeccusl 8bIHOCAUE20 MPaAKmMa npasozo Heayoouka

(Hanpumep, 0NyXoJlb 0P2aHO8 CPeAOCMeHUs);

. nepeaos’uposka mpuuyurkaudeckux aHmuaenpeccaHmoe;



16.
17.

18.

KOKAUHO8AS1 UHMOKCUKayusl;

pasnuuHvle 3a00/1€8aHUs YEHMPAIbHOU U 6e2emamueHoll HepeHOl
cucmemol  (cybapaxHouoanbHoe KpoBoU3JaUsIHUE; 2eMOppazuyecKuti
uHcynom; amaxcusi @pudpuxa);

MbluleuHas ducmpogus JroweHa—bekkepa.

KarexomamuHepruueckass moaMMopdHass  KeTygoYKoBasi
TaXUKaPAUS

PexkoMeHAyeTCs IIpoBeeHye IpoObl C T03UMPOBAHHOM PU3MUIeCcKOi
Harpy3Ko¥t IJIs1 TOCTAaHOBKY AMarHosa 3aboneBanms.[22].

VpoBeHsb yoegutenabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

KommenTapwmii: I[Iposederue Hazpy30uHoli npobsl HA mpeomuJie uiu
8e/103p2oMempe no380Jsem UHyyuposams NAPOKCU3M NOAUMOPHHOT
Henyooukosoli maxuxkapouu y MHoz2ux 0osnvHblx. ITIpu 3mom
XapakmepHo NosieleHue U hnocmeneHHoe, N0 Mepe HAapacmaHusl
Hazpy3Kku, yeejuueHue Heayo0oukosoli IKMOonuueckoli akmusHOCmu
gnioms 00 UHOYKYuu ycmoiiuueozo napoxcusma KT unu cepuu
«npobexcex» JKT. B HeKOMOpblx Cayudsx Npu HeB03MOMCHOCMU
nposedeHuss npobsl ¢  Qu3uueckoli  HAzpy3Koli  NPUMEHSIOM
(apmakonozuueckue NpoBoKAYUOHHble Npodbl ¢ AOPEHANUHOM UJU
U30NPOMEPEHOTIOM. BonvHbiM KamexonoamuHepzuueckoli
NOJUMOPPHOLI XT xapakmepHa make UHOYKUUS
CyNnpaseHmMpuKkyIspHelx ~ apummuii  Ha  ¢QoHe  akmusayuu
adpeHepeuueckux eausHuli. HccnedosaHue O00nxHO nposooumcs
ONbIMHbIM MeOUUUHCKUM NePCOHANOM, hpu 00OCMYNHOCMU OCHAUIEHUS
0711 OpeaHu3ayuu peaHuMauuoHHbIX Meponpusmutl.

PexomeHmoBaHO MoHuTOpupoBanue OJKI' mas Bepuduraummu
IuarHosa.[22].

VpoBeHb yoeguteabHOCTH I (YypoBeHb JocTOBepHOCTHU C)

KommeHTapwuit: BaxHy ponb 8 duazHocmuke 3a001e8aHus Moxem
uzpameo onumensHoe moHumopuposaue IKI' ¢ nomouwpbto nepeHoCHbIX
ycmpoticme u UMNAaHmMupyembslX Nemyesulx pe2ucmpamopos.

CUHApPOM YKOpOYeHHOro nHTepBaia QT

PekoMeH0BaHO MpPY YCTAHOBKE AMArHo3a YYUThIBATh YKOPOUEHMS
uHtepBana QT Ha IDKI. B Hacrosiee Bpems OUMAarHOCTUYECKU
3HAUYMMOM CUnTaeTCd NMPOROKUTENBbHOCTh QTc <340 mc.

VpoBeHb yoeguTenbHoCcTH I (YypoBeHb JocTOBepHOCTHU C)



e PexomeHI0BaHO yCTaHOBJIEHUE IVarHo3 CYUQT npu
npopowkuTeibHOCTU QTc <360 MC B Tex Cyiyyasx, KOrAa BbISIBJIeHa
reHeTu4yecKkass MyTalMs, M/WIM CeMENHbIII aHaMHe3 OTSTrOlleH
cayyasimu BCC, u/mim cuHAPOM YKOpoueHHOro uHTepBaia QT
YCTAHOBJIEH Y POJCTBEHHMKOB OOJIbHOTO, a TaKXke y Tex JIMII,
KoTopbie repexxnan BCC 1pu OTCYTCTBUM Y HUX OPraHUUYECKOTrO
ropaxkeHus cepnua.[22].

VpoBeHb yoeguTenbHocTH Ila (ypoBeHb gJocToBepHOCTHU C)

ApMTMOI‘EHHaH ANCILIA3UA-KapaMOMMNOIIATUSA IIpaBoro
JKSIIYOOYKa

e PekomeHnyercss 1npu  mnomospenun  AIIDK B KOMIUIEKC
MHCTPYMEHTaJIbHOTO  oOcienoBaHMsl  MAllMeHTOB  BKJ/IIOYATh
peructpauuio IOKI, XonrepoBckoe MoHuUTOpUpoBaHue IKI,
sxokapauorpaduio u MPT cepaiia.

VYpoBeHb yoeguTeabHOCTH I (YpoBeHb gJocTOBepHOCTHU C)

KommeHTapwii: /[na nocmaHosku oJuazvoda AIDK Heobxoo0umo
Hanuuue 2-x 60/vWuX Kpumepues unu 1-20 6016020 U 2-X MAblX
Kpumepues uiu 4-x manivix Kpumepues (cm. npunoxcerue I'l).

Puc. 15. DKI' 6onbHoro AIDK. OtpuinarenbHbie 3y61bl T B
IpeKkopAuanbHbeIX OTBemeHusIx Vi-Vs. Crpenkamy yKasaHbl
SIICUJIOH-BOJIHBI.

2.6. UHag nuarHocTukKa



BHYTpMCGp,I[E‘IHOG BJIEKTpO(l)MBI/IOJIOI'M‘IECKOE ucciaegoBaHmue

[TanmeHTaM, UMEIOIIMM XapaKTepHble KIMHUYECKUe IPOSIBJIeHUS,
HO He uMewiue JKI', 3aperucTpupoBaHHbIX BO BpeMs IIPUCTYIIOB,
a TakkKe B CJIyyasix, KOrja AMarHo3 He MOXKeT ObIThb OJJHO3HAUHO
rnocrasjieH Ha ocHoBaHuM IKI', 3apercTpuMpoBaHHO BO BpeMms
napokcusma, ajast uuaykuuu KT v Bepudurkannum auarso3a MoxkeT
TpeboBaThCs MpoBeleHMe BHyTpucepaeuHoro IOU. [5].

VpoBeHb yoeauTeabHOCTH | (YpOBEeHb JOCTOBEPHOCTHU A)

BuyTtpucepmeunoe 2®U pexkomeHAyeTCs OJS1 OUMAarHOCTUYECKOTO
obcnemoBanus naiyeHToB ¢ MBC, mepeHecmnx nHGapKT MUoKapaa
M MMEIOIIMX CUMMIITOMBI, BK/IIOUas ydYallleHHOe cepAledueHne,
NpenoOMOpOYHbIE COCTOSIHMSI M OOMOpOKM, ITO3BOJISIIOIIVE
MPeAIIoNOXUTb HAJTMUME KeTyLOUYKOBbIX TaXUapUTMuii. [5].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHB JOCTOBEPHOCTH B)

BuyTtpucepmeuHoe 3IOU pekoMmeHAyeTcs TMpM kKajaobax Ha
OOMOpPOKM U TIpM IIOJO3pPEHMM Ha OpaaguMapuTMUIO WU
TaXMapUTMUIO, C YYETOM CUMIITOMATUKN (Hallpumep, ydyalleHHOoe
cepaliedbmeHne) MjiIn pes3ylbTaTOB HEMHBA3MBHOTO 00C/IeIOBaHMS,
0COOEHHO [IJIsI MalIMeHTOB CO CTPYKTYPHOI IaTosorueii cepaua. [5].

VpoBeHb yoeguTeabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

BuyTtpucepmeunoe IO MoxkeT OBITh PEKOMEHIIOBAHO JIsI
crpatudukanum pucka BCC y 6onbHBIX cuHApomMoM bpyrana,
OlHAaKO MHTepHpeTanusi pe3ylbTaTOB WUCCIeA0BaHUSI TpeobyeT
OCTOPOXXHOCTH. [5]

VpoBeHb yoegutenabHocTH IIb (ypoBeHs nocroBepHocTu C)

KommeHTapuii: Omcymcmeue undykyuu KT unu DPXK 8 xode
uccnedosaHust ykaswieaem Ha OnA2ONPUSMHBILTL NPO2HO3, O0O0HAKO
npozvHocmuyeckas 3Hadumocmo uHoykyuu JKT unu @)K 6 Hacmosiwee
gpems He onpedeieHda.

Bayrpucepmeunoe ODPU MoXeT ObITh PEKOMEHIOBAHO IJIsI
crpatudukanumu pucka BCC y OGombHbiXx AKIDK, omHako
MHTepIIpeTamnus pe3yabTaToOB McciiefoBaHMS TpebyeT
OCTOPOXKHOCTH. [5]

VpoBeHb yoeguTtenbHocTH IIb (ypoBeHb focToBepHOCTHU C)



KommenTtapwmii: HHoykuus KT 68 xode ucciedosaHusl ykasvléaem Ha
Hebazonpusimuolii NPozHo3 3ab01e8aHusl, 00HAKO NPOZHOCMUUeCcKast
3Hauumocmes omcymcmeus uHoykyuu JKT e Hacmosiujee epemsi He
onpedeieHa.

BuyTpucepneunoe O®U He pekoMeHAyeTCsl OJs CTpaTUdUKaUU
pucka BCC y 6onbHbIx CYUQT.[5]

VpoBenb yoegutenabHocTu III (ypoBeHb JocTOBepHOCTHU C)

BuyTpucepmeuHoe 20U npu KaTexoJlaMUHeprmuieckoimn
noauMmopduoit KT  00biyHO  HeMHGPOpPMATUBHO U He
pekomMeHA0BaHO i crpaTudukanuy pucka BCC.[5]

YposBenb yoeautenbHocTu III (ypoBensb nmocroBepHoctu C)

BuyTpucepmeunoe O®U He pekoMeHAyeTCsl OJs CTpaTUdUKaIUu
pucka BCC y GONbHBIX CMHIPOMOM yKOpoueHHOro mHTtepBana QT.

[5]
VpoBeHnsb yoegurtenbHocTH III (ypoBens gocroBepHoctu C)

OaurenbHoe moHutTopupoBanue IKI'

B ciyuyae, eciiu B xome BHyTpucepaedyHoro d®U mapokcusmasabHbIe
HapylleHus puTMa cephla He WMHAYLUMPOBAHbI, HO IMpU 3STOM
BEPOSITHOCTb TOTO, YTO CUMIITOMBbI OOYCJIOBJIEHBI apUTMUSIMU
BBICOKA, 11eJ1eco0bpa3Ho IIPOLOJIKeHNe IJIUTEIbHOTO
MoHuTopupoBaHusi IKI' mnmu mnipumeHeHme OIKI'-perucrparopa
cobbITHiA. [5].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)

PekomeHzyeTCsI  MCIIOJIb30BaTh MMIUIQHTUPYEMBI  T€T/IeBOM
perucTparop, eciu CUMIITOMbI, Hampumep, 0OMOPOKHU, SIBJISIIOTCS
CIIOpaANYeCKMMM M MOTYT ObITh CBSI3aHbI C apUTMMEN, U, €C/IU He
yIaeTcsl onpeneanTb TaKyl CBSI3b C MOMOIIbIO OObIYHBIX METO/IOB
OUMATHOCTUKMU. [5].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)
VinBa3uBHasi KopoHaporpadusa

VHBa3uBHas KopoHaporpadusi peKoMeHIyeTcsI IS
TIOATBEPKIEHNUST WM WCKIIOYEHMsS] 3HAUMMOIO CTE€HO3MPOBAHUS
KOPOHApPHBIX apTepuil y TMaIMeHTOB C YrpOoXKAIOIIMMMU KU3HU
KeTyqOYKOBbIMM apUTMUSIMU U Y TTIEPEKUBIINX OCTAaHOBKY cepplia,



KOTOpble, C YyYeTOM BO3pacTa ¥ CUMIITOMAaTUKM, MMEIOT
BeposiTHOCTB VIBC. [5].

VYpoBens yoeagutenbHocTH Ila (ypoBeHb goctoBepHocTH C)

PeHTreHOKOHTpacTHasi BeHTpuKyiaorpabmuss u  OMoONCHUSA
MHMoOKapaa

PeHTreHOKOHTpAcTHAasl BEHTPUKY/Iorpadusi ¢ 61morncueir Mmuokapaa
[IPAaBOro XeygouKa peKoOMeHayeTcs Ojs auarHoctuku AJIIDK B
cJlygae, ecM JMarHo3 He MOKeT ObITh IOCTABJIeH/MCKIIOUEH Ha
OCHOBAHMM Pe3yabTaTOB APYIMX HEMHBA3UBHbIX UCC/IETOBAHMIA.

VpoBeHb yoegutenbHocTH Ila (ypoBeHb gocToBepHOCcTHU C)
MeToznbl MO/IEKY/ISIPHO-T€HETUUYECKOM AVarHOCTUKU

[TpoBeneHne  KOMIUIEKCHOTO  Te€HETUMYeCKOro  aHajau3a  Ha
BbISIBJIEHVE BO3MOXKHbIX MyTaiinit B reHax KCNQ1 KCNH2 n SCN5A
(CYUQT 1, 2 u 3-ro TMIIOB — HauboJjiee pacrpocTpaHEHHbIe POPMBI
3ab607eBaHMs) pPEKOMEHJIO0BAaHO BceM OOJbHBIM, MMEIOUIUM
KivHuueckue mnpossiaeHus CYUQT, OTATOIEHHBIN CeMeHbI
aHaMHe3 UM ymjiuHeHue mHTepBana QTc, 3aperncrpuMpoBaHHOE Ha
OK[' B T1OKOe wiuM Tpu TIPOBeOeHUM IIPOBOKALIMMOHHBIX
IMarHOCTUUYECKMX TP00, a Takke BCeM MalleHTaM, He MMeIuM
xapaktepHbix CYUMQT cumnromoB, npu peructpauum Ha IKT
yoauHeHuss uHTepBasia QTc >500 Mc mOpM OTCYTCTBUM APYrUX
BO3MOXHBIX TIPUUMH yIJIMHeHus uHTepBana QT. [16].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KoMmMmeHTapwuii: Memodul MOJIEKYTISIPHO-2eHEMUUECKOLI
duazHocmuku umerm Oonvuioe 3HaueHue 8 duazHocmuke CYHUQT u
onpedeneHuu npozHo3a 00abHblx. IIpu nposedeHUU KOMNIEKCHBIX
2eHemuyecKux  aHaIu308 mymauyuu  yoaémcs — 0OHapyHumo
npubausumenvHo 'y 75% 0O0nbHbIX, NOIMOMY OMpuyamenbHblli
pe3yibmam 2eHemuuecKko20 aHaau3d He Nno360Ji1em NoJIHOCMbio
uckarouumo duazqo3 CYHQT.

[IpoBeneHne  KOMIUIEKCHOTO  TeHeTMYeCKOro  aHaami3a  Ha
BbISIBJIeHM e BO3MOKHbBIX MyTaluii B reHax KCNQ1 KCNH2 u SCN5A
PEKOMEHJ0BAHO MaleHTaM, He uMmeronux xapakrepHbix CYNQT
CUMIITOMOB, Tipu peructpauun Ha IKI' yanuHeHus: natepsana QTc
>480 MC nIpU OTCYTCTBUM IPYIMX BO3MOXKHBIX NPUUUH YIJINMHEHUS
uHTepsana QT. [16].



YpoBeHb yoeauTenbHocTH Ila (ypoBeHb n1ocTOBepHOCTH B)

B coryuae oOHapykenusi y O6ompbHOro CYUQT reHeTmdeckoit
MyTaluu MpoBefeHne CKPUMHMHIA, HAIPaBJIEHHOI'O Ha BbISIBIIEHME
9TOIl MyTalM, PEKOMEHIO0BaHO BCceM OMM3KMM POJCTBEHHMKAM,
oaxke MpU OTCYTCTBUM Yy HUX XapaKTepHbIX 3TOMY 3a001eBaHUIO
KIIMHUYEeCKMX MMposABieHunii u usmeHeHui IKI'. [16].

VpoBeHb yoegutenabHocTu Ila (YpoBeHb JOCTOBEpPHOCTHU B)

MeTonmbl  MOJIEKY/JISIPHO-T€HETUYECKOM  OMAarHOCTUKMU  TaKxke
pEeKOMEeHZIOBaHbl [JIs1 AMAarHOCTMKU CUHApoOMa bpyraga, omHako
reHeTHMYeCckMe MyTaluyu y OONbHBIX YHAETCS OOHAPYKUThb JIUIIb
npubnausuTenbHo B 30% c1y4yaeB (reH OCHOBHONM CYObeIVHUIIbI
HaTpueBbIX KaHamoB SCN5A), T03TOMY OTpHUIIATE/IbHbIN pe3yabTaT
reHeTMYECKOTO aHajayu3a He II03BOJISIET IMOJHOCTbIO MCKIIOYUTD
IuarHo3 cuHapoMa bpyrana.

VpoBeHb yoeguteabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

B wryuae oOHapykeHuss Yy OOJbHOrO CUMHApoMOM bpyrama
reHeTUYeCKO MyTaluy MpoBeAeHNe CKPUMHMHTA, HAIllpaBJIeHHOTO
Ha BbISIBJIEHMEe 3TOJM MyTallMy, PeKOMeHAOBaHO BCeM OIMU3KUM
pPOACTBEHHMKAM, [1axke TPU OTCYTCTBUM Y HUX XapaKTEePHbIX STOMY
3aboneBanuio usmeHenuit OJKI. IIpoBemeHue MOJEKY/ISIPHO-
reHeTUYeCKUX UCCIemoBaHui auuam, umermwum JKI-usMmeHeHUs
2 ¥ 3 TUIOB, IPU OTCYTCTBUM Y HUX KIMHUUYECKUX IMPOSBIECHUN
cuHapoma bpyrana u orsaromeénHoro no BCC cemeiftHOro aHamHesa
B HACTOSIIlee BpeMsl He peKOMEeHI0BaHO.

VpoBeHsb yoeguteabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

AHanu3bl Ha oOHapyXeHue MyTaluit B reHax RyR2 u CASQ2
peKOMeH/IOBaHbl  BCeM  OOJbHBIM  KaTeXxoJaMMUHepruuecKoit
noauMmopdHoit KT u mnauyeHTam, KIMHUYECKME IIPOSIBIE€HMUS
KOTOPBbIX C OOJbIION BEPOSITHOCTBIO MOIYT OBITH OOYCIOBJIEHBI
3TUM 3abojieBaHMEM, OCOOEHHO IIpU OTSTOIIEHHOM CeMeitHOM
aHaMHese. B ciyuae o6Hapy>keHMsI Y 60JIbHOTO TaTOTHOMOHUYHOM
reHeT4YeCKOl MyTallMy ITpOBeeHMe CKPUHMHTA, HAalpaBJIe€HHOIO
Ha BbISIB/IEHMEe 3TOIl MyTalluu, pPeKOMEeHIOBaHO BCeM OJIM3KUM
POOCTBEHHMKAM, [aske IIPU OTCYTCTBMM Y HUX KIMHUYECKUX
TIPOSIBJIEHNI 3a001eBaHMS.

VpoBeHb yoeguteabHOCTH I (YypoBeHb JocTOBepHOCTHU C)



ITpoBenmeHme KOMILJIEKCHOT'O MOJIEKY/ISIPHO-T€HETUYECKOTO
CKpMHMHIa (BbISIBJIeHMe Haubosee 4YacTbIX MYTaliMii B TreHax
KCNH2, KCNQ1 n KCNJ2) moXeT ObITb PEKOMEHI0BAHO OOJTbHBIM
CMHAPOMOM YKOpOoueHHOro uHTepsaia QT.

VpoBeHb yoegurtenbHocTu IIb (ypoBeHb gocToBepHOCTHU C)

KoMmeHnTapwuii: ciedyem yuumsi8ames HU3KYH UYBCMBUMENbHOCMb
Memodos 8 duazHocmuke 3a601e8aHusl.

B wryyae obHapykeHMs y OOJbHOIO CHMHAPOMOM YKOPOUYEHHOTO
uHTepBaia QT IAaTOrHOMOHMYHOM TeHeTUYeCKO MyTaluuu
IIpoBedeHMe CKPMHMHrA, HAIMpaBJI€HHOTO Ha BbISIBJIEHME 3TOM
MyTallyi, PEKOMEHIOBAHO BCEM OJIM3KMM POACTBEHHMKAM, AasKe
IIPY OTCYTCTBUM Y HUX KIMHUYECKUX ITPOSIBJIEHMI 3a001eBaHMsI.

VpoBeHns yoeguteabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

[lpoBeneHMe KOMIUIEKCHOTO WM 1IeJIeBOTO T'eHeTUUYeCKOro
CKpMHMHIA Ha BbISIBJIeHMe Haubosiee 4YacThIX MyTalMii B TreHax
DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pekOMeHOOBAaHO BCEM
60nMpHBIM C BepuduiMpoBaHHbIM AuarHozom AJIDK. B coyuae
oOHapykeHUsT y OOJIbHOIO MATOTHOMOHMYHOWM TeHeTuuyecKoi
MyTalMy TpoBeieHre CKPMHIMHTA, HAallpaBJIeHHOTO Ha BbISIBIEHME
3TO MyTalluM, PEKOMEHAO0BAaHO BCeM OJM3KMUM POACTBEHHMKAM,
oaxke TMpU OTCYTCTBUM Yy HUX KIMHUUYECKUX TMIPOSIBJIEHUIA
3a60/1eBaHMs.

VpoBenb yoegutenabHocTH I (ypoBeHb JocTOBepHOCTH C)

[IpoBeneHne KOMIIJIEKCHOTO WM 1€J1€BOr0 T'€HeTUYEeCKOIo
CKPMHMHIA Ha BBbISIBJIeHME HambOojiee YacThIX MyTalluii B TeHax
DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 peKOMeH0BaHO IIpU
nomo3penun Ha AJIIDK, Korma maHHbIe KJIMHMYECKOM KapTUHbI U
pe3y/ibTaThbl APYTUX MUCCIeNOBaHMUI He MO3BOJISIIOT ONHO3HAYHO
IIOCTaBUTh OMArHo3 (HajJu4Me TOJIbKO OJHOrO OOJIBIIOTO WU
TOJIBKO [ABYX MaJIbIX IMAarHOCTUYECKUX KPUTEPUEB).

VpoBens yoegurenbHocTH Ila (ypoBeHb gocroBepHocTy C)

[IpoBemeHMe KOMIIJIEKCHOTO WM 1IeJIeBOr0 TeHeTUUYeCKOro
CKPMHMHTA Ha BbISIBJIeHME HambOojiee YacThIX MyTalluii B TeHax
DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He peKOMeHOOBAaHO Mpu
HU3KoM BeposTHOCTU AJIIDK (Hanmume TOMBKO OLHOTO MaJyiOro
IVarHOCTUYECKOTO KpUTepus).



VYpoBeHb yoeguTeabHOCTH I (YpoBeHb JocTOBepHOCTHU C)



3. Jleuenue

3.1. JKenymoukoBasi 3KCTPaCUCTOINA U
IapacuUCToNNS

e VYcTpaHeHMe >3KeTyJOYKOBOM SKCTPACUCTONNM Yy MalMieHTOB 0e3
OpPraHMYeCKOro MOpaskeHMs CepAlla PeKOMEHIOBAaHO TOJbKO IIPU
HQ/IMYMM BBIPAKEHHBIX KIMHUYECKUX MPOSBJIEHUI MM B CIydae,
eCIM YacTtas SKCTPACUCTOMMSI BBI3BIBAET IOMJIATALIMIO IIOJIOCTEN

cepaua. [5].
VpoBens yoegurenabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

KoMmmeHnTapuii: YcmpaHeHue xenyooukosoli Ikcmpacucmoauu uiu
HeMYOOUK0B80OUl napacucmonuu peoko esicmynaem 8 Kauecmee
camocmosimenvHoll  KAuHuueckoli 3adauu. Takas 3adaua Mmoxcem
803HUKAmMb 8  Clyuasx oueHb uyacmou K3, ycmoitiuueo
pezucmpupyouwetics Ha npomsxeHuu A1UmenbHo20 8pemMeHuU (Mecsaybl,
200sl). Kak yka3wle8anocs, viuie, Npu #eayo0oukosol IKcmpacucmoauu
pe3ko  Hapywaemcsi — nocnedosameibHOCMy  3NeKMpPUUecKozo
8030YM0eHUS Hely0oUuK08, umo eJjieuem 3a coboli coomeemcmayiouiue
HapyuieHust HOpMaibHOU nociedosamenbHOCMuU CoOKpaweHust cepoya.
Mo seJ1eHue NoyYUn0 Ha3eaHue MexaHuueckol JuccuHxporuu. Yem
Oonblle  NPOOOSIHUMENBHOCMb  HEeY00uK08020  IKMONUUECKO20
komnaekca QRS Ha DKI, mem O6o/blie CMeneHv BblpaXeHHOCMU
MexaHuueckoil  OuCCUHXpOHUU, u uem  Oonble — MAKux
«OUCCUHXPOHUYHbIX» yOapos cepduya, mem 68blule BeposiMHOCMb
paseumusi, O 8pemeHeM, 8MmopuyHoli Jdunamayuu cepdua co
CHUMYCEeHUeM nokazamesneli e20 HACOCHOU pabomsl U passumuem
cepdeuroii  HedocmamouHocmu. Taxkas  nocnedosamebHOCMb
pa3zsumus cobvimuii nod deticmeuem uacmoti KO moxcem Hepeoko
Habnwdamscsi 6 mMom uucie u 'y Juy, He UMEWUX U3HAUAIbHO
KJUHUYECKUX NPU3HAKO8 Opz2aHuueckozo 3abosiesaHust cepdua. s
KonuuecmeeHHoll  oyeHku KD  npumeHsemcsi — nokasamenv,
0603Hauaemslli Kak «Opemsa JK3I». OHO onpedensiemcs npoyeHmom
HeJIy0oUK08blX IKMONUUECKUX COKpauwjeHuti om obwezo Koauuecmsa
yodapos cepouya, 3ape2ucmpupo8aHHo2o 3a cymku ¢ nomouwibro XM OKIT.
Cuumaemcs,, 4mo 68eposiIMHOCMb pa3sumust 8MopuyHoll duiamayuu
nonocmeti cepdya 0080/1bHO 8blCOKA, ecu Opems K3 npessiwiaem
25%, o0cobeHHO 6 mex Cayuasx, Koz0a NpPoOOAHCUMENTbHOCMb



akmonuueckux komnuaekcos8 QRS cocmasnsem 150 mc u Oonee.
Yecmpanernue K3 68 makux cayuasx cnocobHo npedynpedums 3mo
s18J1EHUE.

He pekomeHmoBaHO Ha3zHauyeHMe aHTMAapUTMUUYECKUX IpernapaToB
umm mpoBegenne PYA OGonbHbIM C yacTtoit JKJ, He MMM
KJIVMHUYECKNX TIPOSIBJIEHUI U TIPU3HAKOB BTOPUYHONM OuiaTaluuUm
rosocTeii cepaia.[5].

VpoBens yoegutenabHocTH 111 (ypoBeHb gocroBepHocT C)

3.1.1. KoHCepBaTUBHOE JIeUeHUE

B  xauectBe 3(d@dEKTMBHBIX CpeACTB  MeOMKaMeHTO3HOro
MPOTUBOAPUTMMUYECKOTO  JleyeHUss y  OombHbIx KO  Ges
CTPYKTYpPHOTO 3a00jieBaHMs cepAlia peKOMeHI0BaHbl mpenaparsl I
(mpexxge Bcero IC) xmacca u mpemapartel III kmacca, 3a
MCKJIIOUEeH/eM ApoHeaapoHa (CM. ipunoxkeHue I'2).[5].

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBEpHOCTHU C)

KommeHTapwuii: Yuumoigas evicokuii puck nobouHsix 3¢pgpekmos npu
O0/IUMeNbHOM UCNO0IB308AHUU  aAMU0JAPOHa *¥, Ha3HaueHue O0aHHO20
npenapama 00JIHCHO OCYyUWecmensimscs MoJlbKo npu
HeagpekmusHocmu Opyzux aHmMuapummuyeckux npenapamos 8
cyuae, ecaiu oxcudaemasi hoiv3a om nodasneHus KD npesviuiaem
pPUCK N0OOUHBIX 3P eKmos sieueHusl.

[IpuMeHeHMe aHTHMapUTMMUYecKux rnpernapatoB IA u IC kiaccos y
OOMbHBIX CO  CTPYKTYpHbIM  3abojeBaHMeM  cepilila  He
peKoMeHJ0BaHO (TPOTUBOMNOKAa3aHo). [1, 4-5].

VpoBeHb yoeguteabHoCcTH 111 (YpOoBeHb JOCTOBEPHOCTHU A)

KommenTapun: Ilocie nepeHeceHH020 UH@apkma Mmuokapoa
3HAUUMeNbHO 803pacmaem 8eposiIMHOCMb APUMMO2eHH020 delicmeust
npenapamoeé I Kknacca, umo 56/5emcsi  OCHOBHOU NPUUUHOU
CYWecmeeHH020 B603pAcmaHusl pucka 6He3anHoll apummuueckoll
cmepmu, npu ux UChoib308aHuu y OaHHoOU Kamezopuu 60/bHblx. T1o
amoti npuuuHe y O0O0NbHBIX, Nepexcuswiux uHdapkm muoxapoa c
3apezucmpuposarmoii Ha KT JKO u dpyzumu opmamu cepdeuHnix
apummuti, npenapamst I knacca 0onxicHsl OblMb UCKTIOUEHbl U3
KJIUHUYECK020 NpUMeHeHUsl. Taxue Hee 02paHUueHust
pacnpocmpaUsiomcs u Ha nayueHmos ¢ opyzumu popmamu cepoeuHoli
namonozuu, npugodswjumu K ouramayuu noaoCmu U CHUMEHUN
¢pakyuu evibpoca nesozo xcenyoouka (no davveim IXO KI), K



2unepmpoguu muoxapoa nesozo xcenydouka (1,5 cm u 6Gonee, no
daunvim X0 KI), a makxce K nposieJieHUsIM XpOHUUECKol cepoeuHoll
HedocmamouHocmu. Haubonee onacHo npumeHeHue 'y 3mux
kamezopuii 6onvHblx npenapamos IC knacca. Bom nouemy y 60nbHbIX
CO CMpYKmMypHwIiM 3abonesaruem cepoua pekomeHO08aHO NPUMEHEHUE
Monibko aHmuapummudeckux npenapamos III knacca (amuodapoua™*
u comanona**), npu smom 'y nayueHmos ¢ CcepodeuHoli
HeAdoCcMmamouHoCmaoio, €0UHCMBEHHbIM ~ DPEKOMEHOO0BAHHBIM K
npumeHeHuilo  npenapamom  (nomumo  B-adpeHo670Kamopos)
aensemcs amuodapou **,

YV nauyeHtoB ¢ WBC B pensax mnomaBaeHUsT KeIyIOYKOBOM
3KCTPaACUCTOIUMA pPEeKOMEeHI0BAaHO JCIIOJIb30BaHMe B-
aJIpeHO06IOKaTOPOB, COTAIONA™ MM aMmogapoHa™™,

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

[MaueHTaM, TIiepeHecuiuM MHGAPKT MMOKapaa, MMEIUM
cHkeHHYI0 @BJDK 1 vactyio K3, B 1e/1IX KOHTPOJISI CMMIITOMOB
MOKeT OBbITh PEKOMEHJIOBAHO Ha3HaueHMe aMMuoJapoHa**, HO
TOJIBKO B CJlydae BbIPAXKEHHbBIX KIMHUYECKUX MposiBieHuin KO,
IIOCKOJIbKY IIOCTOSIHHBIV IIpUMEM IIiperiapata COIIPOBOXAAETCS
BBICOKMM PUCKOM pa3BUTHUSI TOOOUYHBIX 3G PeKTOoB. [5]

Vposens yoegurenbHocTH IIb (ypoBeHb mocroBepHocTy B)

KommenTapwuii: Cnedyem yuumsigéams, umo nodasnerue K3 npu
2MoM He 0Ka3bleaem 6JUSIHUSL HA NPO2HO3 3a00/1e8aHUsl, d MOJILKO
JIUWDb YIIyuuLaem Kauecmeo Hu3Hu.

3.1.2. Xupyprudeckoe jeuyeHue

PagmnouactoTHas  KatetepHas a6mauus  (PYA)  mcTOYHMKA
SKTOMMYECKON aKTUBHOCTU Tipu d4actom KO wu/wumum XT wu3
BbIBOJHOTO  TpakKTa  MpaBOro  >Keaygouka  (XapaKTepHbIe
aneKkTpoKapauorpadguyeckue IpPOSIBJIEHMSsI) peKOMeHOO0BaHa B
clydyae, eC/lM  HapylleHus1 pUTMa cephlla COMPOBOXIAIOTCS
KJIVMHUYECKMU TIPOSIBJIEHUSIMU W/WJIM BTOPUYHOM [OuiaTalyuen
rojiocTeit cepaiua, mpu HeshhHEKTUBHOCTM MeAMKaKMEeHTO3HOI
Tepanuu npernapatamu IC Kjiacca min Kak albTepHATUBHBIN MeTO[,
nedyeHus. [5].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)



KommeHTapun: MoHomonHas K3 Mmoxem Obimb ycmpaHeHa
nocpedcmeom PYA ucmouHuka skmonuueckoti akmugHocmu. Cnedyem
noduepkHyms,  umo  OdHHOE  6MeWwdamenbCmeomM  56Jsemcs
9HO0BACKYISIPHBIM eMeuamenbCmeom, He mpeoyouwum
xupypeuueckozo docmyna u (8 nooasnsioujem 001bUUHCMEBE CyHaes)
aiecmesuo0102u4eck020 nocoousl.

e PYA nCTOYHMKA 3KTONMYECKOI aKTUBHOCTU IIPU YacTom JKO n/mnmn
JKT  pgpyroyt  JIoKaJiM3aluMM  PeKOMEHAZOBAaHO B Cliy4yae
He3(pPeKTUBHOCTY aHTMAPUTMMUUECKOI Tepanuu mpernapatamu 1C
Kjacca (MMeeTcCs OIBIT IpuEéMa XOTS Obl OJHOro IIperiapaTta B
aJleKBAaTHOI TeparieBTUUYeCKOi A03€) WM B Clydae, ecjiv MalueHT
kelmaeT  u30eXaTh  HEOOXOOMMOCTM  IIOCTOSSHHOTO — IIpuéma
JIeKapCTBEHHBIX ITpenaparTos. [5].

VpoBeHb yoegutenbHoCTH I1a (YpoBeHb JOCTOBEPHOCTHU B)
e TIpoBenmenne PYA mipu nonutomnHoi XKO He peKoMeHI0BaHO.[5].

VpoBensb yoeguteabHocTH 111 (ypoBeHb gocTroBepHocTH C)

3.2. JKenyaoukoBasi Taxukapamns

e TIpu ®X wmm JKT 6e3 mysbca KIIOUEBbIM 3JIEMEHTOM peaHMMallun
(T.e., OOHO3HAUHO pPEKOMEHOOBAHA) SBJSIETCS SKCTPEeHHAas
ajiekTpuueckass AebuOpUIsAIMUS C [OpUMeHeHUeM SHeprum
paspsiga 150-360 Ik.[5].

YpoBeHb yoeauTenbHocTu I (ypoBeHnsb nocroBepuoctu C)

e [Ipy HesadDdeKTUBHOCTM TPEX pa3psaoB Iiepel NpUMeHeHUeM
CJIeIYIONIVX Pa3psiioB PEKOMEHAYeTCsI BHYTPMBEHHOE OOJI0CHOE
BBeleHMe amuomapoHa™* B mose 300 mr. MeHee 3¢h¢heKTUBHO B
3TUX  CAy4dasx IpuMeHeHue jaupokamHa**  (100-200 wmr
BHYTpUBEHHO). BBeleHMe IpernapaToB MNpPOM3BOAUTCS Ha ¢oHe
HeIlpepbhIBHOTO HAPY;KHOTO Maccaska cepaiia.|[5].

VpoBeHsb yoeguteabHOCTH I (YpoBeHBb 1ocTOBepHOCTHU C)

KommeHTapwuii: B ciyuae 60cCmaHosnieHuss CUHYc08020 pumma, npu
Heobxodumocmu moxcem Oblmb HAYAMa NOCMOSIHHASL 8HYMPUBEHHAS
UHpy3Usa npenapamos.

3.2.1. KoHCcepBaTUBHOE JIeUeHUE




e VYV 6G0NbHBIX C yCTOMuUMBBIMM Tapokcusmamy KT 6e3 cepbe3HbIX
HapylleHUi TeMOOAMHAMMKM TpPU OTCYTCTBUM CTPYKTYPHOM
IaTOJIOTUM Cephlia (Hampumep, MUAMoINaTuyeckas Taxukapaus us3
BBIBOJHOI'O  TpaKTa IIPaBOro  Keaymouka, (acUuKyIsipHas
JIeBOXKE/IYIOUKOBasi ~ Taxukapauss ¥ Ap.), MOXKeT  ObIThb
pPEKOMEHJIOBAaHO BHYTPMBEHHOe BBeJeHMe IIpoKaumHaMuaa™*,
auaoKaumHa™**, B-ampeHOOIOKATOPOB, BepamamMmmia™®,
TpudocageHnHa UM ammuogapoHa™*.[5].

VpoBens yoegurenbHocTH IIb (ypoBeHs nocrosepHoctu C)

KommeHTapum: Boib6op aHmuapummuueckozo npenapama 00JxeH
OCYWecmensimosCs C y4émom XxapakmepHolx 07151 pasHwix ¢popm KT
usmeneHuti IKI. BeedeHue aHmuapummuueckux npenapamos 00JHHO
OCYyUlecmeasimsCsl MoJibkKo 8 YC108usix 6710Ka UHMEHCUBHOU mepanuu 8
C853U C PUCKOM nNoOOUHBIX 3Ppekmos (Hanpumep, apmepuanbHoli
2unomeH3uu, Kkosuanca). BosmoxcHoill ansmepHamueol siensiemcs
nposedeHue s1ekmpuueckoli kapouosepcuu nod KOpomKuUM HaAPKO30M.

= [Ipu napoxkcusmaivHoli  moHomopguoti  JKT  Haubosee
appexmusHbiMU si89I0MC aHMuapummuueckue npenapama I u II1
Kaaccos, U Kak cpedcmea KynupoeaHust NApoxkcusmos npu
8HYMPUBEHHOM NPUMEHEeHUU, U Kak cpedcmea npedynpemcoeHust ux
NO0BMOPHO20 pa3eumusl, nNpu pezyasspHoM ONUMENbHOM Npueme
gHYympov (cm. mabn. 4). Ilpu amom ciredyem cmpozo coba0dams
O2paHuyeHust ho 6e3onacHocmu npumeHeHuss npenapamos I kaacca,
00YC/108/1eHHbIE BbICOKUM PUCKOM UX ApUMMO2eHH020 Oelicmeust y
O0/IBHBIX € MSAMENbIM — Op2AHUYECKUM  NnopayceHuem  cepoya.
IIpenapamut I xnacca 0onxcHul 0blMb UCKAIOUEHbl U3 KAUHUYECKO20
npumeHeHus y 6oavHuix MBC, 8 mom uucie nepexcuswiux uHgpapxm
Muokapoa, a makxe y nauyueHmos c¢ opyzumu ¢opmamu cepoeuHotl
namosnozuu, npusodsWUMU K OuJamauuu Nnoaocmu U CHUMCEHUK
¢pakuyuu 8sibpoca nesoz2o xeenydouxka (<40% no daunvim 3XO KI), K
eunepmpoguu muokapoa nesozo xenydouka (1,5 cm u 6onee, no
daunvim 3XO KI), a makyice K nposieJieHUsIM XpOHU4eCcKol cepoeuHoti
HedocmamouHocmu. Haubonee onacHo npumeHeHue 'y 3mMux
kamezoputi 6onvHbIX npenapamos IC knacca.

= /I3 npenapamosé IA xaacca napeHmepanbHO UCNOJIb3Yemcsl MOJbKO
npokauHamud™** Ilocne npedsapumenvHo20 pa3eedeHuss 6 20 mn
(usuonozuueckozo pacmeopa €20 MOXHO 6800UMb BHYMPUBEHHO
cmpytino 8 dose 0,5-1,0 2 nuwib npu omcymcmauu npedcmasieHHbix
gbluie O2paHuueHuli no 6Ge3onacHocmu npumeHeHus. M3-3a pucka
passumusi 2unomoHuu npenapam 6800umcsi MedJleHHO (8 MmeueHue
10-15-20 muHym) nod noCmMosiHHbIM KOHmMposiem yposHs A/l



Bonee agppekmusrHo u 6e3onacHo eHympuseHHoe cmpyiiHoe 8sedeHue
JudokauHa** 8 dosze 1-2 mz/ke 8 meueHue 3—5 muHym c nocaedywuieti,
npu Heobxodumocmu, noddepxcusaroweti uHgysueti co ckopocmoro 1-
4 Me/MUH.

BHympueeHHoe 8gedeHue amuodapoHa™* e dose 5 mez/ke 8 meueHue
15-20 muHn kax npasuno oxaswvieaemcs Oonee 3pgpekmusrvim. Ilpu
Heobxodumocmu npodosxceHuss 8eedeHuss npenapama moxcem Obimb
Hauama noCMosIHHAass UuH@y3us 68 cymouHoii do3e 1,2-1,8 2
(MaxkcumanvHas cymouHas 0osa 2,2 2).

IIpu ¢pacuukynapHoii nesoxcesryooukoeoti maxukapouu u HIDKT
8HYmMpuseHHoe 8sedeHue gepanamuaa™, a makxice mpupocadeHuHa
(AT®) siensaromcsi 8bICOKO 3P PeKmusHbIMU CnOCOOAMU KYNUPOBAHUS.
IIpu 3mux Qopmax maxukapouu Oons npedynpexcdeHus peuuousos
a¢pexmuseH pezynsapHslli OnumensvHolll npuem 6Hymps 6epanamuiia, a
maxkxce cpedcme, omuocaujuxcs kK IC knaccy.

BHympugseHHoe  88edeHuUe  aHMuUApumMmu4eckux  npenapamos
nposodumcsi N00 NOCMOSIHHBIM KOHMPOJEeM YPOBHSI ApmMepuaibH020
dasnenus u IKI. Pazsumue npedcepdHo-xceny0oukosoli 610kadsl 11—
III cmeneHu, pacwupeHue cuHyco8vix Komniaekcoé QRS >160 mc u
yonunernue unmepaana QT >500 mc, makyice 8 CUHYCOBbIX KOMNJIEKCAX,
mpebyem npepvl8aHus 866e0eHUs..

B nensx npodmiakTuky peuuanuBoB MoHoMopdHoi JKT, ToK n &K,
B TOM 4UMCJIe TIOC/Ie MPOBENEeHHON MMIIIAaHTaIllMM KapauoBepTopa-
medubpumagTopa (CM.HIDKE), pPEeKOMEHIYeTCs Ha3HavyeHue Ha
IJINTENIbHBIV TTOCTOSIHHBIN IIpyeM coTajiona™*, ammogapoHa™* (cM.
Tabi. 4), a Takke KOMOMHaALMM amuogapoHa** u B-610KaTopoB.[4-
6]

VpoBeHb yoegutenbHocTH Ila (ypoBeHb gocTtoBepHOCTH C)

peKoMeHAyeTcsT OOJMbHBIM CO CHIDKEHHOM @pakimeir BbIOpoca
JIEBOTO JKeNIyOO4YKa, IIPOSBIEHUSIMU XPOHUYECKON CepaevyHom
HEeJOCTAaTOYHOCTM, a TaKXkKe IMPU HAJINUUM MPU3HAKOB [OUYEUYHOI
HeJO0CTaTOYHOCTHM, IIpernapaToM BbIOOpa SIBISIETCS aMMOJapOH™*,
[4-6].

VpoBens yoegutenbHocTu Ila (ypoBeHb gocroBepHocTty C)

Coranmomn™* He pPeKOMEeH/I0BaH 00JIbHBIM cepaevHoi
HeJOCTaTOYHOCTbIO CO CHIMKeHHOM (pakimeir BbIOpoca JIEBOTO
Kelygouka. [4-6].

VpoBeHb yoeguteabHoCcTH 111 (YpoBeHb JOCTOBEPHOCTHU A)



e PekoMeHIyeTcsl HazHaueHMe aMMOAApPOHA** yKe IMOC/e IIepBOTO
peuuausa ycroiunsoii KT y maunentos ¢ UBC u UKII. [5].

VpoBensb yoegurenbHoCcTH Ila (YpoBeHb JOCTOBEPHOCTHU B)

e [IpumeHeHue aHTHMaputTMmyeckux npenapatoB IC m III kmaccos
PEeKOMEeHIOBAaHO  OJis IpenyrpexneHus mapokcusmoB XT y
MaleHToB 6e3 CTPYKTYPHOTO 3aboeBaHus cepaiia.[4-6]

VpoBens yoegutenbHocTH Ila (ypoBeHb goctoBepHocTy C)

KommeHTapwmii: I10cKo/16Ky U hacuukynsapHas JjieoxicesyoouKkosas
maxukapouss u HIDKT e6o3Hukawom, Kak npasuso, y Juu, He
UMenwux NpusHakos  opzaHuueckozo  3abonesaHus  cepoua,
Ha3HaueHue um npenapamos IC knacca 6e30nacHo.

e [IpodunakTuyeckuii MOpUEM BeparlamMmuia pPeKOMEHIyeTCs [Jisl
npenynpexaenusi mapokcusmoB HIDKT wu  dacuukyaspHoii
JIeBOXKeYyLOUYKOBOI Taxukapanmu.[4-6]

VpoBeHsb yoegurenbHocTH Ila (ypoBeHb gocToBepHOCcTHU C)

e JleyeHue OOJBHBIX C >KeJyMOUKOBON Taxukapaueit tumna TdP
pEeKOMEeHIyeTCsI HauyMHATh C BBISIBJIEHUS U YCTPAHEHMS TPUUYMH
ymHenuss wuHTepBana QT, mpexme Bcero ¢ OTMEHBI JIIOOBIX
JIeKapCTBEHHBIX CPEeACTB, CIIOCOOHBIX YIAMHSITh MHTepBaa QT, ecin
TaKOBbIe [IPUMEHSIOTCA. [4-6]

VpoBensb yoegutenabHocTH I (ypoBeHb JocTOBepHOCTH C)

KoMmmenTapwuii: Bbissgumes u yCmpamums npuduHsl YOJAUHEHUs
unmepsara QT ydaemcs, Kak nokassleaem npakmuka, 6
nodaensiloulem OONbWUHCMBE C/Iyudes, HO NOUMuU HUKo20a Mo He
daem 6blcMpO20 pe3yibmama.

e BHyTpuBeHHOe BBeJeHMe MarHus cyiabdara ** pekoMeHIOBaHO
MIpY BO3HMKHOBEHUM MOAUMMOPGHONM KeTyqouKOBOM TaxuKapauu
TUNA OUPYIT.[4-6]

VpoBeHb yoeguTeabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

Kommenmapuii: Hepenko oKasbiBaeTcs 3Q@PeKTUBHBIM, B TOM
ylcie U Y MaleHTOB C MCXOJHO HOPMaJbHbIM YPOBHEM MarHus B
KPOBM.

e [Ipu orcyrctBuM 3dpdexkrta OT BBemeHUS] MarHusli cyiabdara
pekoMeHJ0BaHAa BpeMeHHas  3MeKTPOKaApAMOCTUMYJISILUSI  C



yactoToii 100 u 6osbliie B MUHYTY.[4-6]
VpoBens yoeguteabHOCTH I (YpoBeHBb JocTOBepHOCTHU C)

KommeHTapwuii: Hass3vieaHue, makum 00pasom, cepouy 6bvICOKOLi
uacmomesl cokpauwjeHuli npusodum K ykopoueHuro uHmepsana QT u
cnocobcmeyem npedomepaujeHu peyudusos TdP.
IIpodonrcumenvHocmy  31eKMPOKAPOUOCMUMYAAYUU  Onpedesisiemcs
gpemeHeM, HeoOXo00umbiM 011 YCMPAHEHUs. NPuduMsl YOJIUHEHUS
unmepsana QT, Hanpumep, 8pemeHeM IKCKpeuyuu moz0 uiu UHO20
npenapama, 18usuwezocs npuuuHoti yonurveHust unmepsana QT.

Ecnu npuumHoit yaauHenuss uHtepBana QT ¢ passutuem TdP
saBisgeTcss  Opamukapausi, Hampumep, TonHasi AB-610kana,
97IeKTPOKAPAMOCTUMYJISILIMS TOKHA OBbITh IIEPBBIM M OCHOBHBIM
3TAliOM  JIeYeHus, a I[PU  HAIUYUM  COOTBETCTBYIOIIUX
BO3MOXHOCTE, Cpa3y Xe  peKOMEeHAYyeTCs  IMOCTOSHHas
7IEKTPOKAPANOCTUMYJISILIUS C MMIUIAHTAlMEe MCKYCCTBEHHOTO
BOIUTEJISI puTMa ceppua. [4-6].

VpoBeHb yoeguTenbHOCTH | (YypoBeHb JocTOBepHOCTHU C)

He pekomeH[0BaHO MpPUMeEHEHME aHTUAPUTMUYECKUX IIperapaToB
(ocobenHo mpenapaToB III Kkmacca) ¢ 1[eabl0  KYNMMPOBAHMS
Taxukapauu tmuna TdP.[4-6]

VpoBeHb yoegutenbHocTH III (ypoBeHb nocroBepHocTH C)

3.2.2. Xupyprudeckoe JjeyeHue

VpoBeHb yoeauTeabHOCTH I (YPOBEHb JOCTOBEPHOCTHU A)

PUA peKoMeHIOBaHa big) 6 yCTpaHeHUs peuuauBOB
rapokcu3manbHoM JKT 13 BEIBOGHOTO TpaKTa MPaBOro XKelyaouKa,
dacuuKkynsapHoi 1eBOXKeNya0uKoBol Taxukapauu u HIDKT. [5].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KommeHTapwuii: Kak 6b1710 npedcmasneHo evlule, Kaxidas u3 dmux
opm maxuxapouu xapakmepusyemcs Hajauuuem omuemsusozo,
monozpaguuecku 02pAHUYEHHO20 AHAMOMUUECK020 cyocmpama:
3a0Hee-HUXHASL 6emeb Jegoll HomKu nyuka ITuca — npu
dacuukynapHoii J1e60xcesry0ouKo8oll maxukapouu; 8vIHOCAUUL
mpakm npasozo xenydouka — npu HIDKT. B cuny smoezo, npu
O0aHHbIX (popmax maxukapouu, 8 omauuue om dpyeux KT, evicoka



appekmusHocms  npumeHeHus  paduouacmomuoli KamemepHoli
abnayuu, Kak cnocoba padukaibHo20 u3jedeHus, He mpebyruiezo
nocnedyrnuieti npomusoapummu4eckoli mepanuu.

PYA pnga ycrpaHeHus peuuauBoB uauornatumyeckux KT (T.e., y
MaleHToB 0e3 CTPYKTYpHOro 3aboneBaHMsI cepilia) Opyroi
JIOKanuM3alyuy peKOMeHAOBaHO B «iyyae Hed3(hPeKTUBHOCTHU
aHTHMapUTMMUeCcKoi Tepanuu npemnapatamu IC kmacca (MmeeTtcs
ONBIT IIpUMéMa XOTS Obl OJHOrO IIpelriapaTa B aJeKBaTHOM
TepaleBTUUEeCKO [03e) WIM B (Iydae, ewiM IMalMeHT KejaeT
1306eKkaTh HEOOXOOMMOCTHM IMOCTOSIHHOTO ITpUéMa JIeKapCTBEHHbBIX
npenaparos. [5].

VpoBeHb yoeguTenbHocTH Illa (ypoBeHb JOCTOBEpHOCTHU B)

PYA Hoxkku nyuka I'mca pekomMeHAoOBaHa [Jil YCTpaHEHMS
peuuauBoB GdacuuKyaIpHbIX KT, 00yCIOBAEHHBIX IUPKY/ISIMEN
UMITyJibca B cucremMe I'vca—IlypkuMHbe MeXOy IIpaBOi U JieBOM
HOXXKKaMM myyka ['Mca B KauecTBe Mephbl epBoro psiaa. [5].

VpoBeHb yoeguTenbHOCTH | (YypoBeHb JocTOBepHOCTHU C)

KomMmmenTapuii: Yaue gcezo gvinonvsiiom PYA npasoti HoxKu nyuka
Tuca, nockonwsky mexHuka npouedypst npowe. Tak kak daHHas opma
KT o006biuHO ommeuaemcsi 'y NayueHmos Cco0 CMPYKMYypHbIM
3abonesatuem cepdua, nomumo PUA amum 60onbHbIM peKoMeHO08aHA
umnaanmayus MK/,

OKCTpeHHasl KaTeTepHas abiauusi peKOMeHJOBaHa MalMeHTaM C
HenpepbiBHOV JKT wmaM snekTpuyeckoro mropMa Ha ¢oHe
pyO110BbIX M3MeHeHUIi MuoKapza. [5].

VpoBeHb yoeaguTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KomMmeHTapwmit: Bveuiamenscmao 00JIHCHO 8bINONHAMbCA 8 YCII08USAX
Cneyuanu3uposamHoz0  cmayuoHapa, umewuiezo  Heobxodumoe
OCHauleHue u 0nvlm nposedeHus makux npoueoyp.

KarerepHast abimaiyst peKOMeHJ0BaHa IallieHTaM C MIIeMUJYeCcKoi
6o/ie3HbI0 cepalla M 4vacThiMu paspsgamu WKI B cBsI3U C
peununvamu XT. [5].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)

BoinosiHeHMe KaTeTepHOM abialyuyu peKOMEeHOYeTCsS YKe I1ocie
nepBoro peuyansa ycrorunboii XKT y nauyentos ¢ UBC n UK. [5].



Kiacc pexomengauun Ila, ypoBeHb nokasaTeabHOCTU B

3.3. CuHapom yaaMHeHHOro uHrepsaaa QT

e PekoMeHIyeTCsI BceX MalMeHTOB MH(POPMUPOBATb O CBOEM
3a00/ieBaHMM, B TOM YMCJI€ €ro HacJeICTBEHHOM XapaKTepe U
pucke 3aboysieBaHMs y AeTeli, U IOAYUYUTh 00IIMe peKOMeHAALUM,
HampaB/ieHHbIe Ha yMeHblleHe pucka pa3sutus TdP u BCC. [11].

VpoBeHb yoeguTeabHOCTH | (YpOBEeHb JOCTOBEepHOCTHU B)

e PekOMEH[OBAHO IIOJIHOE MCKJIIOUEHMEe IMPUEMA JIeKapCTBEHHbBIX
TpernapaToB, BbI3bIBAIOIIMX YBeIUYEHUE IPOAOIKUTETbHOCTU
uHTepBana QT. [11].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KommenTapwuii: I1o Mepe HakonjieHus KJAUHU4eckoll urgopmayuu u
8HeOpeHUS 8 NPAKMUKY HOBbIX JIEKAPCMBEHHBIX Npenapamos OaHHblli
nepeueHb» npemepnesaem usmeHeHus. IlocmosiHHO 00Ho8sEMAas
uHgopmauus 0  JeKApCMBEHHbIX  npenapamax,  CNOCOOHbBIX
yseauuusams npodosxcumensHocms unmepsana QT, npedcmasneHa
Ha catime http://www.azcert.org (http://www.azcert.org).

e PexomennayeTcss wu3beraTb CUTyalluif, CIIOCOOHBIX BBI3BIBATH

97IeKTPOJINTHbIE  HapylleHUs]  (HEKOHTPOJIMPYEMbIii  IPUEM
MOYETOHHBIX M TOPMOHQJIBHBIX IIpenapaToB, TOJOdaHMue,
00e3BOXKMBaHMe, TMUIIEBble OTpaBJeHMS, COMPOBOXIAIOUIMECS
npody3HOI pBOTON M Auapeeit u ap.). [11].

VpoBeHb yoeguTeabHOCTH | (YpOBeHb JOCTOBEpHOCTHU B)

e PekoMeHyeTCsl IO BO3MOXHOCTU M30eraTb ITyCKOBBIX (PaKTOpPOB,
KOTOpble MOTYT IIPOBOIMPOBaTh MHAYKIMI0O TdP (criopTuBHBIE
Harpyskiu, 0COG€HHO IIaBaHMe; SMOIMOHAIbHBIN CTpecc, TPOMKIe
3BYKM U 1ip.). [11].

VpoBeHb yoeauTeabHOCTH | (YpOBeHb JOCTOBEpHOCTHU B)

3.3.1. KoHCcepBaTUBHOeE JieyeHne

e MenukaMeHTO3Hasl  Tepanus  SBJSIETCS  OCHOBOM  JIeUeHUS
HaC/1eICTBEHHOTr0o CYUQT. [TocTOSIHHBI MIpUEM B-
aJipeH00bJIOKAaTOPOB peKOMeHI0BaH BCEM 60JIbHBIM
HacCaeaCTBEHHBIM CYHUQT, BKJIIOUAst IO TBEP>KAEHHBIX


http://www.azcert.org/

0eCcCMIITOMHBIX HOCUTEIel MyTalluu, Jaxke Py OTCYTCTBUM Y HUX
Ha OKI' ymaumHenus wuHTepBasioB QT/QTc (3a uckiIw4YeHMEM
aObCONMIOTHBIX  IIPOTMBOIIOKA3aHMII K IIpUEMY  IIpeIapaTos,
Harpumep, TSOKETOTo TeueHMsI 6pOHXMabHOM acTMbI). [11].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KommeHTapuii: B Hacmosiuiee 8pemsi 0mcymcmaeyiom OaHHble,
yKasslgarouiue Ha 6osee 8bICOKYH IphekmusHocms Kakozo-aubo u3 p-
adpeHobi0kamopos8 8 npogunakmuke peyudusos TdP y 607bHbIX
HacnedcmeenHoiM CYUQT. Bosibop JieKapcmeeHHO20 npenapama,
nodbop ezo 003bl U onpedeieHuUe pexcuma Npuéma ocywecmaensromcs
uHOuBuAdyaivHo. B yensix ymeHbleHUsl pucka noOouHslx 3¢dexkmos
npenapama u 018 ydobcmea O00/bHbIX hpednoumeHue caedyem
omoasamv KapouocesekmusHoiM [-adpeHobiokamopam ¢ 00NbWOT
onumenvHocmoio  deticmeusi. IlauueHmos ciaedyem 0053amesibHO
uHgopmuposames 0 Mmom, umo OaumenbHOe omcymcmaue peyuousos
TdP Ha ¢oHe neueHus HU 8 Koem ciyuae He 0NIHCHO Oblmb pacyeHeHo 8
Kauecmee nosoda npekpamums npuém npenapama. B cayuae
Heobxodumocmu npexkpaujeHue npuéma B-aopeHod710Kamopos 00JIHCHO
Obimb  OCYWeCmeseH0  NOCMEeNneHHo,  NpeonoumumenbHo  noo
KOHmMposeM  MeOUYUHCKO20  NepcoHAnd,  NOCKONbKY  pe3Koe
npekpaujeHue JeueHuss MOMem COnposoHoamuscss «CUHOPOMOM
OmMeHbl», Ha (oHe Komopozo puck uHoykyuu TdP 0cobGeHHO 8bICOK
[67].

AHTHMapuUTMMUUecKue mpenapatsl I kiacca (6710KaTOpbl HaTPUEBbIX
KaHaJoB, MpeanouyTuTenbHo IB kimacca: mekcunetuH [B Poccun B
HacTosilllee BpeMs He 3aperMcTpupoBaH], GeHUTOUMH™*) MOTYT ObITh
pPEeKOMEeHI0BaHbI B KaueCTBe CPeJICTB «BTOPOI1 TMHUM» ITPU YaCThIX
peuuauBax TdP y OGombHBIX BpoxkméHHbIM CYMQT ¢
MMILIAaHTMPOBAHHBIM KapauoBepTepoM-aeduopumisitopom (UKII),
MpU HeIOCTAaTOUHOM 3G@eKTUBHOCTU [-aapeH06JI0KaTOPOB WU
HEeBO3MOKHOCTM UX TpuMéMa B CBSI3M C  aOCOMIOTHBIMU
MIPOTUBOIIOKA3aHUSIMU MU TSOKETBIMM TTOO00UHBIMMU 3¢ deKkTamu
Jle4eHusl.

VpoBens yoegurenbHocTH IIb (ypoBeHs nocrosepHoctu C)

KommeHTapuii: B Hacmosiuee 8pems onslm 3(dekmusHo20
npuMeHeHUs Smux npenapamos ozpaHuueH auius 6oasHsimu CYHUQTS.
B kauecmee Kpumepusi, yKa3vleawwe2z0 HA NOMEHYUATbHYH



a(pekmusHocMyb NAAHUPYEMO20 00J120CPOUHO20 JleUeHUs NPEOSIOHEHO
ymeHbvuleHue dnumenvHocmu uHmepsana QTc Ha 40 mc u 6osee nocne
nepopanbHo20 NPUEMA aHmuapummuueckozo hpenapama I knacca.

3.3.2. Xupypruueckoe jeueHue

PekoMeHAyeTCs MMIUIAHTaIMsI KapayuoBepTepa-aebuopuisTopa
6onmpbHbiM CYMQT, mnepexuBIIMM OCTAaHOBKY CepAlia, a TakKke
nmaiyeHTaM, Yy  KoOTopbix  mpuctynsl  TdP  mpoposskaioT
peuuauBUPOBATb, HECMOTPS HA CUCTEeMaTUUYECKUiIl TIpUeM [3-
ampeHob610KaTOPOB. [11].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU B)

KommeHnTapwuii: Mmnaanmayus kapduosepmepa-degubpuinsmopa
He u3basnsiem 00/1bH020 HacnedcmeeHHviM CYHQT om Heob6xodum
npuéma [f-adpeHo010Kamopo8 U HU 8 KOeMm Ccyudae He O00JIHHA
paccmampuseamscsi 8 Kauecmee ajabmepHamusbl MeoduKameHmo3Holl
mepanudul.

ViMmimaHTaIms KapanoBepTepa-aedubpuIsiTopa IS
NpOPUIaKTUKA BCC oe3 TIpeAIecTBYIOIIeii OLIeHKMU
3D deKTUBHOCTY JieueHUs B-aapeH000KaTopaMy PeKOMeHI0BaHO
6onbHbIM CYUQT, oTHOCSHIMMCSI K KaTeropuyM BBICOKOIO PUCKa.
[11, 16].

VpoBeHb yoegutenabHOCTH Ila (YpoBeHb JOCTOBEPHOCTHU B)

KommeHnTapwuii: Ha Hebnazonpusmuslii npozHo3 6071€3HU yKa3bleaem
gvipaxceHHoe ygenuueHue daumenvHocmu QTc >500 mc (ocobeHHO
8bICOKULL puck y 00nbHbIX ¢ ysenuueHuem daumenvHocmu QTc
>600 Mmc), coxpaHawwasacs Ha ¢oHe npuéma [-adpeHobi0Kamopos
anemepHayus 3yoyos T Ha OKI, paHHue KAuHUuecKue nposieleHus
3abonesaHusi — NpuCmMynsl nomepu co3HaHusi, napokcusmol TdP 8
gospacme do 7 Jiem, a makie pe3yabmamol MOJEKYAIPHO-
2eHemuyecKux uccnedosaHuti (noomeepcoeHue Hauboee
3/10KauecmeeHHulX (opm 3abonesaHusi — cunopoma [Diepsenna u
Jlanze—Hunbcena unu cuvopoma Tumomu —, Haauuue 08yx u 6oJiee
2eHemuyecKux mymauuii uiu oOHapyxceHue 2eHemuueckux mymayuti,
CONpsiHéHHbIX ¢ 0Oosee 8vicokum puckom TdP u BCC). BCC
podcmeeHHUKa 6016H020 HacnedcmaeHHovim CYHUQT npu omcymcmauu
opyaux (akmopos pucka He s18/151emcsi NOKA3aHuem K umMnaaHmayuu
kapouosepmepa-depubpuinsmopa. B amux cumyauyusx
pekomeHOuemcs HasHaueHue B-adpeHo0JI0Kamopos u umMniaHmauus

HK]I.



e VmniaHTanus KapauoBepTepa-aedbudbpuiasTopa ISt
IPOPUTAKTUKI BCC 6es3 MpealIecTBYOIIEei OLIeHKU
3(pPeKTUBHOCTU JIeYeHUs B-ampeHOO6IOKATOPAMMU He
pekoMeHmoBaHa 6ompHBIM CYUQT (32 MCKIIOUEHMEM MaIME€HTOB,
OTHOCSIIIVXCS K KaTeropum BbICOKOTO pucka). [11, 16].

VpoBeHnsb yoegutenbHocTH III (ypoBeHb JocToBepHOCTU B)

e JleBOCTOPOHHSIS 1IeiHas CUMIIaTUYeCKas IeHepBalus
1lelecoobpasHa B (Iyd4asX HEBO3MOXHOCTM Ha3HaueHUus [-
aIpeHOOI0KATOPOB  MJAM  HENOCTaTOYHOM  3(PdeKTMBHOCTU
MeaMKaMeHTO3HO Tepaliuiu, a Takke MPY HaIUUUM abCOMIOTHBIX/
OTHOCUTEIbHBIX IIPOTUBOIIOKA3aHMI K VMILIAHTaLN
KapauoBepTepa-gepubpuIasATOpa MAM OTKase TMalyeHTa OT
MHBA3MBHOTO BMelllaTebCTBA.

VpoBens yoeagutenbHocTH Ila (ypoBeHb gocTtoBepHocTH C)

KoMmMmeHTapwuii: IIpouedypy J1e60CMOPOHHeEL wetiHot
cumnamuueckoti deHepsayuu 0Cywecmesiom ieebiM HAOKAUUUHBIM
docmynom. B onsimHslx MeEOUYUHCKUX UEHMPAax npuMeHsiom
MUHUMAILHO UHBA3UBHbBIE MEMOOUKU.

3.4. Cunapom bpyraza

e PexkoMeHayeTcsI MOAPOOHO MHGOPMUPOBATh BCeX OOJNBHBIX 00
0COOEHHOCTSIX UX 3ab60/ieBaHMS.[4-6]

YpoBeHb yoeauTenbHocTu I (ypoBeHnsb nocroBepuoctu C)

KommenTapwuii: Bce 6onvHbie cuHopomom bBpyzada 0oscHbl
nonyuums noopobHYH uHpopmauuio o0 Cc80éM 3abose8aHull, €20
HAcnedCmeeHHOM Xapakmepe, U KOMNJIEKC 00uux pexomeHoayuii,
HanpasJieHHvlx Ha MuHumudauur pucka BCC.

e [loCKO/MBKY JINXOpaZOYHbIe COCTOSTHUS CII0COOCTBYIOT
BO3HMKHOBEHUIO OIIACHBIX [JIS KM3HUM HApYyIIeHMI puTMa cepaua,
BCEM O0JIbHBIM CMHIPOMOM bpyraga PEeKOMEeHII0BaHO
He3aMeIJINTe/IbHOe IIpMMeHeHMe KapOIIOHMKAKIINX CPenCTB IIpu
TOBBIIIIEHMM TeMiepaTypbl. Takke peKOMeHIOBaHO M306eraThb
3K30Te€HHOI ruIepTepmMun (Harpumep, rmoceiieHus rnapHbIx).

VpoBensb yoegurenabHoCcTH I (ypoBeHb JocTOBepHOCTH C)



e [lamyenTtam ¢ cuHApoMoM bpyrama pekomeHayeTcsl u36eraThb
npuéma MOTEeHIMATbHO ApPUTMOT€HHBbIX  JIeKapCTBEHHBIX
npernapatoB.  IIOCTOSSHHO  OOHOBJISIEMBIN  IIepedyeHb  ITUX
TperapaToB TakKe ITpeJcTaBjeH Ha caiite http://brugadadrugs.org
[23].[4-6] (http://brugadadrugs.org)

VpoBeHsb yoegutenabHOCTH I (YypoBeHBb JocTOBepHOCTH C)

3.4.1. KoHCcepBaTUBHOE JieyeHne

e Cucrematuyeckuit TIPUEM XMHUOMHA (rperapaT B Poccuu He
3aperucTpMpoBaH) pekoMeHA0BaH nauuenTam ¢ VK] nmpu 4acTbix
peuuanBaxX KeIygOuKOBBIX apuTMui. I[IpmMeHeHue 3TOTO
npernapaTa 1eaecoo6pasHo M [JIS MOJaBAeHUs HaIKeTyI0UYKOBBIX
apUTMUI, eC/IY TAKOBbIe UMEOTCS.[4-6]

VpoBens yoeagutenbHocTH Ila (ypoBeHb gocroBepHocTy C)

KommeHTapwuii: B Hacmosiuiee 8pemsi MeOUKAMEHMO3HOoe JieueHue
npu cuHopome bBpyzada moxcem Oblimb UCNOJb308AHO MOJILKO 8
Kkauecmee OONONHUMENBHOU Mepbl. JlekapcmeeHHvle npenapamel,
noodasisoujue MoK Kanuesslii mox Iy, unu akmusupyrowue moxku Ing
u Icg nomenyuansHo mo2ym 0Ovimb 3(ppekmusHsl 'y 0O0NbHBIX
cuvopomom bpyzada. XuHuouH 0onxMceH HA3HAYAMbCS 8 mex CAyuasx,
Ko20a umermcs npomueonoKa3aHusl K umnaaHmayuu
kapoduosepmepa-odepubpurnsimopa unu, Koz0a OoNbHBIE
Kamezopuuecku  OmKdaswl8aromcsi om — UMnaaHmauyuu - 3mozo
ycmpoticmaa.

e [I[pumeHeHMe wu30mpoTepeHona (mpenapatr B Poccum  He
3aperMcTpUpoOBaH) pPeKOMeHAyeTCsS  [Ji1  KyIIMPOBaHUS U
IpenyIpexaeHns] HePEePbIBHO PELUMANBUPYIOIINX SKETYT0YKOBbIX
apuUTMMuit, TIPUBOOSIIMX K 4YacTomy cpabartpiBanuio UK]]
(«97IeKTPUUYECKOMY IITOPMY») Yy OOJbHBIX cUMHIApoMom bpyraza.
[24].

VYpoBeHb yoegutenbHocTH Ila (ypoBeHb gocTtoBepHOoCcTU C)

3.4.2. Xupypruyeckoe jeyeHue

e lMrutaHTamusi KapauoBepTepa-aebuopmuIsiITopa peKoMeH 0BaHa
nmanyentaMm, InepexkuBmym BCC ¥ OOJbHBIM, MMEIOIIUM
IOKYMEHTUPOBAHHbIE YCTOMUYMBBIE TTapOKCU3Mbl JKT miu 31im307bl
DX.[4-6]

VpoBeHb yoeguTenbHoCTH | (ypoBeHb JocTOBepHOCTHU C)


http://brugadadrugs.org/

KommeHTapwuii: Hvmnaanmayusi kapouosepmepa-odepubpuinsimopa
268711€emcsl eOUHCMBEHHBIM MemodoM, N0380ISIOWUM CmamucmuyecKu
docmosepto ymeHvuiums puck BCC 60onvHbix cundpomom bpyeaoa.

e Vmnnantauus VK] peKoMeH40BaHO MalyeHTaM C XapaKTepHbIMU
o cuaapoma bpyraga nsmenenusimu JKI' B crydyae KIMHUYECKUX
TIPOSIBJIEHMIA, Hauboee BEPOSITHO, 00YyC/TOBJIEHHBIX
BO3HMKHOBEHMEM ONAaCHBIX [JI51 )KU3HU apUTMUIL.[4-6]

VpoBens yoeagutenbHocTHu Ila (ypoBeHb gocTtoBepHoCcTH C)

e lMrutanTanus KapauoBepTepa-aeduopumisitopa He
pekomeHoBaHa mnainueHTam c¢ OJKI-(peHomeHom bBpyraga, He
MMEIIMM KIMHNYECKUX MTPOSIBIEHNT 3a001eBaHMs.[4-6]

VpoBenb yoeguteabHocTH 111 (ypoBeHb gocTroBepHOCcTHU C)

KommeHTapuii: B smom cayuae 0na oueHku pucka BCC u
B03MOMCHO20 8bISI8JIEHUSI OECCUMNMOMHBIX HETYOOUKOBbIX HAPYUIEHUTI
pumma cepdua uenecoobpasHo nposedeHue KoMnJiekca
UHCMPYMEHMANbHBLX UCCIE008AHULL, 8KIOUANWE20 BHYMpUcepdeuHoe
anekmpodgu3suonozuueckoe uccnedosarvue (DPHU). Hes03MOIHOCMD
UHOYKYUU J#eJlyOOUK08bIX apummuii 8 Xo00e 3mozo ucciedosaHust
yKassleaem Ha HUskuti puck passumus BCC.

e lmmutantanuss MK MoxkeT ObITh peKOMeEHAOBaHA OOJIbHBIM
cuHAapoMoM bpyraza, y KOTOpbBIX B XOne BHyTpucepmeuHoro JOU
yaoaeTcsa MHAyUMpoBaTh yCTOMUnBYIO KT miu OK.[4-6]

VpoBeHb yoegutenabHocTH IIb (ypoBeHsn nocroBepHocTu C)

3.5. KarexonamumuHeprudeckasi mojammopdHast
JKeJIYA04YKOBasA TaXUKapaus

e BosibHbIe KaTexonamuHeprudyeckoit mnonumopdHoit KT momKHbI
O0bITb MHGOpPMUPOBAHBI 00 OMNACHOCTM M HaACAeICTBEHHOM
xapakTepe cBoero 3abosieBaHusl. Bce mauyeHThbl JOKHbBI TTOTYIUTD
0011I1ie peKOMeHAAlMM MPeKpaTUTh 3aHSTUS MpodeccroHaIbHbIM
CIIOPTOM U M30eratb IPOBOLMPYIONINUX JKEJTYOOUKOBble apUTMUU
(bu3nveckmx Harpy30K 1 SMOLIMOHAIbHOTO CTpecca.[4-6]

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

3.5.1. KoHcepBaTUBHOE JIeYeHUE




e MenykaMeHTO3Hasl Tepanus SIBASETCS OCHOBOM JiedyeHMsSI JAHHOTO
3a6o0ieBaHMsA. BcemM 60/IbHBIM peKOMEHIOBAH ITOCTOSIHHBIV MPUEM
B-ampeHOOIOKATOPOB, He 0071a1aI0 11X BHYTpeHHel
CUMITIAaTOMUMETUYECKOI aKTUBHOCTDIO.[4-6]

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBEpHOCTHU C)

KommeHTapwmii: /[ns npedynpexcoeHus peuudusos apummuu 00bIuHo
mpebyiomcs 6oabluue 003bl npenapamos, noddop Komopwix 00JixeH
ocyulecmensimoecst uHousudyanvHo. [Ins oueHku 3pgekmusHocmu
npo8ooduMO0z0 JieueHus yeaecoobpasHsl N08MopHbvle NPOBOKAUUOHHbBIE
npobsl ¢ ¢usuueckoli Hazpy3koli. Ha s¢ppexmusHocms nposoodumozo
JIUEHUsl  YyKa3bvleaem  HeBO3MOMHOCMb  NOBMOPHOU  UHOYKYUU
napokcusmos JKT u dpyzux nposieieHutl »#eay0ouko8oli IKmonuueckot
akmueHocmu 8bICOKUX epadayuii (napHoti K3, ienydoukosoli
ouzemuHuu u «npobexcex» XKT).

HedocmamouHas npusepieHHOCMb NAyueHmos K mepanuu s16,s1emcs
OCHOBHOUI npuuuHoli peuudusos napoxcusmos JKT. Bce 06onbHble
00JCHBL OblMb UH(POPMUPOBAHBI 00 ONACHOCMU Pe3K020 NPeKpaujeHusl
JleueHust ff-adpeHobnokamopamu 8 C6S13U C BbICOKUM PUCKOM
B03HUKHOBEHUSI ONACHBIX O MU3HU apummuli Ha (oHe cuHopoma
OMMEeHul.

e Bepamamun™* u dnekauuuna (B Poccum He 3apermcTpmUpoBaH)
pekoMeHAoBaHbl st Ipodunaktuky  perunuBoB KT mipwu
HeJloCTaTOUHO 3 GeKTUBHOCTU B-aApeHO06I0KaTOPOB.[4-6]

VYpoBensb yoeaurenbHocTH Ila (ypoBeHb goctoBepHocTy C)

KommeHnTapwuii: CeedeHus 06 apgekmusHocmu npenapamos oueHv
02PAHUYEHBL, UX HA3HAaUeHue mpebyem O0NbUIOL 0CIMOPOHCHOCMU.

3.5.2. Xupypruueckoe jeyeHue

e lMrIutaHTanusi KapauoBepTepa-gebuopmIsiTopa peKoMeHJ0BaHa
OOMbHBIM, VY  KOTOpbIXx Tapokcusmbl KT  mpomormkaioT
peluAMBUPOBaThL Ha ¢oOHe JjedyeHUs [-agpeHobI0KaTOpaMu, a
Takke OOMbHBIM KaTexonamuHepruuyeckoit KT, mnepekxuBmIUM
ocTaHOBKy cepaua (BCC).[4-6]

VpoBeHsb yoegutenabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

KommeHnTapwuii: B ciyuae eciu 60J1bHOL hepexcusl 0CMaHosKy cepoua
do HA3HAYEHUS emy  B-adpeHob10Kamopos, yuumuol8as
3710KauecmeeHHoe meueHue  3a0o0/e8aHusl, pekomeHO08aHa



umnaaHmauust  kapouogepmepa-oepubpuiismopa u HA3HA4eHue
MeJUKameHmo3Ho020 JieueHusl. Bce 60/bHble KamexoaamuHepzuueckot
noaumopuoti KT ¢ UK donxcHbl noayuams MeOUKAMEHMO3HYHO
mepanur 8 noJHom o06séme. Cnedyem ommemumo, Umo 60Je3HEeHHbIE
paspsdvl K/l nposouupyiom 8bs16p0C KamexoaamuHos, Umo Moxem
cnocobcmeosams HenpepvigHoMy peyudusuposaruro KT, nosamomy
UenecoobpasHo npozpammuposaHue 0Oosiee ONUMENbHBIX 8PEMEHHBIX
UHMePBanos8 Mexdy HaHOCUMbIMU YCMpPoticmeom paspadamul.

e [Iponienypa 1eBOCTOPOHHEN IIEMHOM CUMITIATUYECKON OJeHepBaLUun
MOKET ObITh PEKOMEHIOBAHA IPU HEeIOCTaTOUHOM 3(PHEeKTUBHOCTHU
B-aapeHOo6I0KAaTOPOB MM MPU HAAUUMM MPOTUBOMOKA3aHUI K UX
IIPUMeHEeHU10.[4-6]

VpoBeHb yoegutenabHocTH IIb (ypoBeHs nocroBepHocTu C)

KommeHTapuit: OmoanéHHble pe3yibmamosl NPUMeHeHust 3mozo
Memooa neveHus npu 0aHHOM 3a00se8aHUU NOKA He NOJIYUEHbL.

3.6. CuHApOM YKOpo4YeHHOro nHrepsaia QT

3.6.1. KoHCcepBaTUBHOE JieyeHne

e B wryuyae uvacteix penuauBoB JKT u ®X y 6onbHbix ¢ HWK]
11eJiecoo0pa3sHo IMPMMEeHeHMe IIPerapaToB, VIJIMHSIIOMMX MHTepBal
QT — xuHuauHa (B Poccum He 3aperncTpuMpoBaH) U cotanona™*.[4-
6]

YpoBeHb yoeautTenbHocTu Ila (ypoBeHb nocroBepuocTu C)

KommenTapuii: CsedeHuss 00 3s¢pekmusHocmu amuooapoHa™*
omcymcmeynom.

3.6.2. Xypypruueckoe jeueHue

e B nensx mnpobunaktuku BCC pekoMeHAOBaHAa MMILJIaHTALMS
KapauoBepTepa-nebuopuaaaTopa BceM OOIbHBIM, ITePEXUBIIMM
OCTAHOBKY Cepflia, a TakKe ManyeHTaM C JOKYMEHTUPOBAHHBIMU
napokcusmamu XKT.[4-6]

VpoBeHb yoeguTenbHOCTH | (ypoBeHb gJocToBepHOCTHU C)

KommenTapwuii: Hmnianmauus kapouogepmepa-oedpubpunismopa
Moxcem Oblmb  UenecooopasHa U Nnpu  CemeliHoM aHamHese,
omsizowléHHom  cayuasmu BCC. Tlpu ewsibope  ycmpoticmea
npeonoumexue ciedyem omodasams annapamam ¢ 00ONOJHUMENbHbIMU



anzopummamu JuCKpuUMuHayuu 80 usbexcavue m.H.
«HeMomusuposaHHolx» paspsdos MUK ecnedcmeue ouwuboUHO20
80CNPUSIMUSL UM 8bLCOKOAMNAUMYOHOU T-801HbL KK 60HbL R.

3.7. ApuTMoOreHHasi JUCIUIa3UA-KapaAuOMMUOIIaTUS
IIPaBOro XeJIyaouKa

e Pexomenpayetcs neueHne AJITDK Briouamwiiee mpodunaktuky BCC
(cMm. 1ipunoxkeHue I'3) u JiedeHMe CepoeyHOi HemOCTAaTOYHOCTMH,
OCYIIIeCTBJIIeMoe MO OOLIMM [IJIsl 3TOTO 3a00/ieBaHUSI MPUHIIMIIAM.
[4-6]

VpoBensb yoegutenabHocTH I (ypoBeHb focToBepHOCTH C)

e PexkomeHayeTcsl XOpoIo MH@opMMUpoBaTh Bcex 60mbpHBIX AJIIDK o
3a00JIeBaHNMM, €T0 HACJIEACTBEHHOM XapaKTepe, IIPOorpeccupyniiemM
TeueHuM, HeOoOXOAVMMOCTM CUCTeMaTUUYEeCKOro HaOIogeHnsT Y
Kapauosiora, a Takke CoOMOfeHuss  KOMIIeKca  OOLux
MepOIIPUSTUIA, HATIpaBJIeHHbIX HAa MMHUMM3a1Mt0 pucka BCC.[4-6]

VpoBeHb yoeguTeabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

e BonpupiMm AJIIDK M 6ecCMMIITOMHBIM HOCUTEISIM TeHeTUUYeCKUX
MYyTalMii peKOMeHAYeTCSI OTpaHMUMBATh (PU3MUYecKue Harpy3Ku.[4-
6]

VpoBenb yoegurenabHocTH I (ypoBeHb JocToBepHOCTH C)

KoMmmenTapwuii: ChopmueHbslie Hazpy3Ku Moz2ym cnocobcmeosamso
B03HUKHOBEHUI) ONACHBIX O MWU3HU apummuti, Kpome moz2o OHU
No8uIUAM MeXAHUUECKYI0 HAzpy3Ky HA MUOKapd xenyo0oukos, umo
Moxcem YCKOpssims memMnsl Npo2peccuposamus 3abosieeaHus, 60m
nouemy npogeccuoHanvHsle 3aHSMust CNOPMOM NPOMuUE0NOKA3AHbI
Kak 6onvHeiM AIIDK, mak u Hocumensim 2eHemuueckux mymauuii, He
UMernwum KJIuHu4eckux nposeaeHuti [37].

3.7.1. KoHCcepBaTUBHOE JIeyeHue

e [lockonbky AJIIDK — cTpykTypHOe 3aboneBaHMe cepAlia,
Ha3HaueHMe aHTMapUTMMUUECKMX TperapaToB, ocobeHHO I kiacca,
MOXeET CYIIeCTBeHHO yBeanuuBaTh puck BCC. B HacTosiee Bpems
K nOpuMeHeHuro npu AJIIDK pekomeHIOBaHbl TOJNBKO [3-
aZpeH0b/I0KaTOPbI, aMUOAPOH™** 1 coTamon™*.[4-6]

VpoBenb yoegurenabHocTH I (ypoBeHb focToBepHOCTH C)



KommenTapwuii: IIpuém [-adpeHobiokamopos O nepeuuHol u
emopuuHoti npogunakmuku BCC noka3aH 6cem OONbHBIM C
noomeepicoéHHviM duazro3om AIITDK.

HasHaueHue cotanona™* uamu aMmmomapoHa™* peKoMeHAyeTCsS Mpu
yacThix pernanBax JKT y 6onbHbIX AITDK ¢ MMITIaHTMPOBAaHHBIMU
KapauoBeprepammu-gepubpmwisiTOpamMu,  Ioaydamommx B -
6710KaTOPBI.[4-6]

VpoBens yoeagutenbHocTHu Ila (ypoBeHb gocTtoBepHoCcTH C)

KommeHTapwuii: Boibop aHmuapummuueckozo npenapama 00y eH
oCywjecmensamscsi  UHOUBUJYanbHO, C Y4EMOM OMpuyameibHo20
UHOMpONHO20 3pdexma comanona™ u 6GoAbWOU BepoSAMHOCMU
pa3sumusi HecepoeuHvlX NoOOUHbIX 3IPpekmos npu OaUMENbHOM
JedeHuu  amuodapoHom™*  IlocnedHee 0COOEHHO B8aMCHO hpu
Heobxodumocmu Ha3HaveHus npenapama mMono0sim 001bHbIM [40-41].

3.7.2. Xupypruyeckoe jeyeHme

ViMmimaHTanms KapauoBepTepa-med@uopmuisiTopa peKoMeHI0BaHa
BceM OombHBIM AJIIIDK ¢ mOKYMEHTHMPOBAHHBIMM IapOKCHU3MaMM
KT u Bcem OonbHbiM AJIDK, mepexkuBmmm BCC, B cBSI3M C
BbICOKOJM BEPOSITHOCTBI0 PpPElUAMBOB OIACHBIX [OJISI  >KU3HU
apuTMuii.[38-39].

VpoBeHb yoeguteabHOCTH I (YypoBeHb JocTOBEpHOCTHU C)

KommeHnTapwuii: Mmnaanmayus kapduosepmepa-dedubpuinsmopa
ae151emcsi eOUHCMBEHHBIM 3P GEeKMUBHbIM MemodomM npopuiakmuku
BCC y 60onvHbix AITDK.

ViMriaHTaluss KapauoBepTepa-ae@uOpuisiTopa peKoMeHIyeTcs
BCEM OOJIBHBIM C TMOATBEPXKOEHHBIM aAuarHosom AJIDK mpu
BO3HUKHOBEHUM Y HUX CUHKOIIAJIbHBIX COCTOSIHMI, B OTCYTCTBUM
IPYTUX SIBHBIX MPUUYMH Pa3BUTUS IIPUCTYIIOB IIOTEPU CO3HAHUS
(TIOCKOJIBKY Hauboee BepOsSITHAS 170:4 TIpUYMHa —
reMoayHaMmuueckyu He ctabuabHast KT mwin @XK) u nmpu MHIYKINUMN
JKT Bo Bpems BHyTpUCepaeuHoro JPU.[38-39].

VpoBeHb yoegurtenbHocTH Ila (ypoBeHb gJocTOBepHOCTHU C)

VMmutantauuss  KapauoBepTepa-gedubpuiisiTopa € LEJIbIO
nepBuuHoil mpodumnakTuku BCC pekomMeHAoBaHa OOJbHBIM C
BbIPa’)KEHHBIM HapyIllleHeM CUCTOIMYeCcKoi (QYHKIUM IIPaBOTO
KelylouyKa, TMalMeHTaM C BOBJIeYEeHMEM B IATOJIOTMYECKUNA



Ipouecc MMoOKapZa 000X >KeNyJOYKOB, a TaKKe MPU HaIUIUU
CIIOHTaHHBIX HeycToluMBbIX mpobexek XKT [38-39].

Vposens yoegurenabHocTH IIb (ypoBensn nmocrosepHoctu C)

IIpumenenne PYA mnipu AJIDK pekomeHayeTcs OOJbHBIM C
MMIUIAHTUPOBAHHBIMM KapAyuoBepTepaMu-aebubpusisiTopaMu 1
peuuauBupyomyMy napokcusmamu XXT, npu HeapheKTUBHOCTH Y
HUX MeJVKaMeHTO3HOM aHTHapuUTMUeCcKon Tepanuin.[38-39].

VYpoBens yoeagutenbHocTH Ila (ypoBeHb goctoBepHocTy C)

KommenTapuii: B psde ciyuaes y 6onvHbix AIIDK oka3vieaemcsi
a¢ppexmusnoii PYA snukapouanvHsiM 00CMynom, umo moxcem Obimp
C8513aHO ¢ Oonvuleli 21yOUHOll HaHocumblx 8o3deticmautli u Oonvuiel
monwuHoti hopmupyrouiezocst pyoua, a maxxie ¢ mem, Umo y 00bHbIX
AIIDK yuknsl re-entry uauie J0KAAUu308aHsl 8 Cy0INUKAPOUATIbHBIX
C/1051X MUoKapoa.

Hnea3usHvle emewamenscmea y 0oavHuix AIIDK conpsiieHsl ¢
OoNbWUMU ~ MeXHUYecCKuMu  mpyoHocmsimu,  00YC/10871eHHbIMU
Heob6xoduMoCcmuoio udeHmuuxkauuu apummozeHHoltl 30Hbl,
2emoduHamuueckoli HecmabuibHocmuto uHoyyupyemoix KT u puckom
nepgopayuu NOpamcéHHOU CMeHKU npasozo xceayodouka 6 xooe
npoyedypol. OHU OO0JKHBL B8BINOJIHAMBCA 8 CNEYUAIU3UPOBAHHBLX
MeOQUYUHCKUX UEeHMpax, NepcoHal KOmopwvix umeem 00CMAMOUHDbLLL
onslm npogedeHus makux emeuwiamenscme [42].



4. PeaOuauranms

B HacTosiee BpeMsi TporpaMMbl PeabMInTaIMM Kak TaKOBOW IJIsT
OOMbHBIX >KEeTYJOYKOBBIMM HapyIIeHUSIMM pUTMa cephlia He
cymiectByer.  PeabunuTallMOHHbIe ~ MepPONPUSTUS  HOJIKHBI
OCYILIECTB/ISITbCSI B COOTBETCTBMM C OCHOBHBIM 3abojieBaHMEM,
SIBJISTIOIIVIMCS TIPUYMHO apUTMUU, eCJIY TAKOBOe MMeeTCsl.



5. IIpodpuaaxkruka

e [(-6/s0KaToOpbl PEKOMEHAYIOTCS [Jis JieueHUS BCeX KaTeropuii
OO0bHBIX, MMEIOUMX TOBBINIEHHbII PUCK BHE3alHOV CMepTU U
HY>KIAIOIIMXCS B ee MepBUYHON MM BTOPUYHONM MpoduaakTUKe.

[8].
VpoBeHb yoeauTeabHOCTH | (YPOBEHb JOCTOBEPHOCTU A)

KomMeHTapwuit: S-010Kamopsl 6X00am 6 CmaHoapmel JjeueHus
O0JIbHBIX, NEPEeIUBUIUX UHPAPKM MUOKApPOd U 6ONbHBIX C XPOHUUECKOT
cepoeuHoli HedoCmMamouHoCMbl, KAK Nnpenapamsl, y8eauuusaroujue
NpOOO/IHUMENbHOCMb  MU3HU  3MUX  Kamezopuii  nayueHmos.
JlokazaHo, umo Kauesyl pojb 8 00OCMUMCEHUU 3MUX pe3yibmamos
uzpaem cyuiecmeeHHoe U 00CmMoB8epHoe CHUMEHUE Yacmomsl Cyudes
BCC.

e C wmenbio BTOpuMYHON mipodunaktuku BCC npumeHenme WK]]
peKoOMeHZ0BaHO:[8].

1. 60/IbHBIM, MIEPEKUBIIMM OCTAHOBKY KpPOBOOOpaIleHMsI, BbI3BAaHHYIO
@K sxkenymoukoB viu JXKT, rmocie MCKIIOUeHUs IPYTUX NIPUUMH UIN
00paTUMbIX (PAKTOPOB;

2. 60JIbHBIM C OpTaHMYeCcKMM IMOpaskeHMeM cepjiia U YCTOMUMBBIMU
IIapoOKCU3MaMU KT, He3aBUCUMO oT TSIKECTU Ux
reMoAHaMM4YeCKUX MPOSIBJIEHNIA;

3. 00JbHBIM C OOMOpPOKAaMM HESICHOTO MPOMCXOKIEeHUSI, eCau Mpu
niposegeHuun DOU gocturaercs nHaykumsa OXK mnm XXT ¢ ocTpbiMu,
TSDKEJIBIMUM HapyIIeHUSIMM reMOOMHAMUKIA.

VpoBeHb yoeauTeabHOCTH I (YpPOBEHD JOCTOBEPHOCTHU A)

KommeHTapwuii: bosvHble, nepexcusuiue yCnewHyrw peaHumayuno no
nosody @)K, a maxxe nayueHmosl ¢ yCmMouuussiMu NapoxKcusmamu
KT, npomekarnwumu ¢ HaApyweHUIMU 2eMOOUHAMUKU (Npu YC08UU,
Uumo 3mu HapyuleHust pumma cepoya nposi8UNUCL 8He 0Cmpoli pa3vl
uH(apkma muokapda unu B03HUKAU HA ¢oHe Opyz0li msxenot
XPOHUYECKOll namonozuu cepoya) Hy#oarwomcs 6 nNpuMeHeHuu
asmomamuyeckux UMNAaGHMUPYEMbIX Kapduosepmepos-
depubpunnsmopos (MKI), kak cpedcms 8mopuuHoli hpopuiakmuxu
BCC, ob6ecneuusawujux y smux kamezopuli 00/bHblx 00CMOBEPHOE
CHUX(EHUEe IeMabHOCMU, 3d cuem CHuxeHus uacmomsol ciyuaes BCC.



e HasHaueHMe amuomapoHa™ B KoMOMHaIuu ¢ B-60KaTOpamMmu Uan
cotanonia™* peKoMeHI0OBaHO, KOT1a IpuMeHeHMe B-610KaTOpOB He
OKa3bIBAeT BIAMSIHUSI Ha TeUeHMEe PEeUUAMBUPYIOIIMX ITapOKCH3MOB
KT nnu @X nowie BeinosiHeHHOM nMmriuiantanuu UK. [8].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU A)

KommeHTapwuii: [IpumeHeHue comanona™* 8 amux uensx MeHee
a¢ppexkmusHo, uem amuodapoHa ™,

e Ha3zHaueHVe amMuopapoHa™  peKOMeHAOBAaHO IIpPU HAIUYUKN
napokcu3moB KT y G0MbHBIX C TIpU3HAKaMM AUCPYHKIIUM JIEBOTO
JKeJyIoYKa, eCc/iMi OHM OTKAa3bIBAKOTCS OT mmiuiaHtauuu WK min
3Ta orepanys He MOXeT ObITh BBITTOJIHEHA 10 KAKUM-JIMO0 APYyTUM
rpuumHam. [8].

VpoBeHb yoeauTeabHOCTH | (YPOBEHb JOCTOBEPHOCTHU A)

KoMmmeHnTapuii: B peuieHuu 80npocog8 emopuuHoli npoguiakmuka
8He3anHoli  cmepmu 'y  OO/NbHbIX  CO  3JI0KAYECMBEHHBIMU
HEeNYOOUKOBBIMU APUMMUIMU, AMUOOAPOH ™™ U €20 KOMOUHUPOBAHHOE
npumeHeHue ¢  B-610kamopamu  A6A90OMCS  €OUHCMBEHHOU
JlekapcmeeHHoli  anbmepHamuseoti MK/, cnocobHoli He mobKo
npedynpexdamup peyuduevt KT, HO u ygenuuusamsp
NPOOOIHUMENLHOCMb HU3HU IMUX NAYUEHMO08.

e [Ipumenenme WK]Jl B uensix mnepBudHOI Mpoduaaktuku BCC
peKoMeH0BaHO O60IbHBIM C (ppakiiyeii BbIOpOca JIeBOTO sKeTyaouka
(®BJDK) <35% mocne nHdapKTa Muokapa (He meHee yem uepe3s 40
IHei), TIpy HaAUYMMU HEeZOCTAaTOUHOCTM KpoBooOpaimeHus II-III
dyHkuMoHanbHOro knacca (PK), mo knaccupuraunm NYHA, mnn ¢
®BJDK <30%, B Te ke CpoKM Iocie MH(papKTa Muokapnaa, Mmpu
HaJIMUMM HeJOoCTaToOuHOCTU KpoBooOpaimienus I ®K mo NYHA. [4-
5].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU A)

o [Ipumenenme WK]J B uensix mnepBudHOi mpoduaaktuku BCC
pekoMeHI0BaHO 00/bHBIM ¢ PBJIDK <35% Ha ¢hoHe gumaTaiMOHHOM
KapAMOMMOIIaTUM, npu HaTUUUU HeIOCTaTOYHOCTH
kpoBooOpaieHus [I-11T @K mo NYHA;[5]

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTH B)

e [Ipumenenne WK]I B uensix mnepBudHOI mpodunaktuku BCC
pekoMeHo0BaHO OonbHBIM ¢ ®BJDK <40% mnocine wuHbapKTa



MMoOKapma, ¢ anm3onaMmu Heyctoinumsom XKT, eciiu ripu rmpoBeeHUn
O®U pocruraercsa nHaykuysa OX nnm ycroumsoir JKT.[10]

VpoBensb yoegurenbHoCcTH Ila (YpoBeHb JOCTOBEPHOCTHU B)

KoMmmenTapuii: VYV 00/bHbIX, HY#OAOWUXCI 8  Nepe8uuHoli
npogunakmuxe BCC, ee puck, Kak u npu 8mopuuHoti npoguiakmuxe,
Moxcem  Oblmb  CyuleCMB8eHHO  CHUMEH  HA3HayeHuem  [3-
adpeHobnoKamopos, a makxe amuodapouHa™* Bbonee 3¢pexmusHo
KOMOUHUPOBAHHOE npumeHeHue amuodapoua™* u B-
aopeHobJ10Kamopoa.

PekxomMeHO0OBAaHO Ha3HAueHMe ONTUMMAJIbHON MeoUKaMeHTO3HOM!
Tepanuy BCEM IMallMeHTaM, KOTOPbIM OIlepaluus MMIIJIaHTaluu
KapauoBepTrepa-aepuopuasgTopa IJIaHUPYETCS WM YyKe Oblia
rnposezneHa. [9-10].

VpoBeHb yoeauTeabHOCTH I (YpPOBEHb JOCTOBEPHOCTHU A)

KommenTapuii: O6s3amenvHboiM  yciosuem hpumeHeHus MK/ c
uenvio, Kak nepeuuHoli, max u emopuuHoii npogurakmuxku BCC,
nosvlwarwum 3¢pekmusHocms makoli npogunakmuku, s68as1emcs
onmumanvHass MeouKameHmo3Hdass mepanus, cnocobHas obecneuums
ycmoliuugoe KAuHU4eckoe coCmosiHue 601bHbIX. Ima mepanus 00NHcHaA
nposodumoscsi 8 coomgemcmeuu ¢ MmpedOBAHUAMU NO JIeUEHUIO
cepdeuHo-cocyoucmsix 3abonesaruli, npeocmasieHHbIMU 8
C00MB8emcmayuux peKkoOMeHOayusx.

[TaumenTam ¢ uyactoii K3, He3aBUCMMO OT HaAUUMSI WIN
OTCYTCTBUS KJIMHUYECKUX IIPOSIBJIEHUA, pPEKOMEHIyeTCsI
peryiasipHoe  HaOMIOJeHMe Y Kapamuoiiora U IIPOXOXKIEeHMe
sXoKapauorpadmMueckoro mucciaegoBaHus B 1e/ISIX CBOEBPEMEHHOTO
BbISIBJIEHMSI BO3MOXHO BBI3BAHHONM dYacTtoit JK3 munatauuu
T1I0JIOCTEN cepalia.

VpoBenb yoegutenabHocTH I (YypoBeHb 1ocToOBepHOCTH C)

[MamueHThl, MMEBIIMe MNpPMU3HAKM BbI3BaHHOM JKO mumnartanum
IOJIOCTeN CcepAlia [0 Ha3HAYeHMs JIeUeHUsI, PeKOMEHIYeTcCs
HaxXOIUThCS IIOJ HaOII0JeHMeM Kapauoiora ¢ IlieJbio OLIeHKU
00paTHOro pa3BUTUSI AUIaTAlMM II0JIOCTEN cepaia IoCPeaCcTBOM
9XO KT.

VpoBeHb yoeguteabHOCTH I (YypoBeHb JocTOBepHOCTHU C)



e Bce O6oibHBIE HadJIeACTBEHHbBIMHM JKEJIYyOOYKOBbBIMU apPUTMUAMU
peKoOMeHayeTCd HaXOAUTbCA 1104 ITOCTOSHHBIM H&6JIIO,ZL€HI/I€M
Kapanosiora B CIIEeOMaAJIU3UPYIOIIMXCA Ha JIEHEHUUN BpO)K,H,éHHI)IX
JKeJIYOOUYKOBBIX apMTMMVI MEIMINHCKUX IIEHTPaX.

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)

e Jlaimentst ¢ WK  OOKHBI  IIPOXOOUTH  PEryIsIpHbIN
TeJleMeTPUYECKUIM KOHTPOIb MMILIAHTUPOBAHHOTO YCTPOMCTBA C
PEKOMEHOBAHHOM UM IePUOAMYHOCTBIO (HO HE pexke OOHOIo pasa
B Irop).

VpoBeHb yoeguteabHOCTH I (YpoBeHb JocTOBepHOCTHU C)



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS



Kpurepumn orieHKM KayecTBa
MeIUIIVMTHCKOM ITOMOIIM

BpEMEeHHas/NnoCcTosiHHas
3/1eKTPOKapANOCTUMYIALMA  U/UAM - NpoBefeHa
Tepanusa aHTUApUTMUYECKMMU NleKapCTBEHHbIMU
rnpenapataMm BHYTPMBEHHO He no3aHee 30 MUHYT
OT MOMeHTa MoCTynieHus B craumoHap (B
3aBUCMMOCTU OT MEeAMLMHCKUX MoKasaHuh WM npwm
OTCYTCTBUM MEeAULIMHCKMX MPOTMBOMOKa3aHUi)

Ne Kputepun kayecTtsa YpoBeHb YpoBeHb
n/ ybeantenbHocTn LOCTOBEPHOCTH
n pekoMeHaaumnm AoKas3aTesnbCTB
1. BbinosiHeH oCMOTp  BpavyoM-KapAuosioroM  He I1a C
nosgHee 10 MMHYT OT MOMEHTa MOCTYyMJIeHUs B
cTaumoHap
2. BbinonHeH aHanus KpOBU BMOXMMUNYECKMIA I C
obleTepaneBTUYECKNN (KanbUWi, MarHUi, Kanum,
HaTpumn)
3. BbinonHeHo aneKkTpokapanorpadpunyeckoe I C
nccnefosaHnsa He nosgHee 10 MMHYT OT MOMEHTa
NOCTYMN/IEHNSA B CTaunoHap
4, MpoBeaeHa anekTpouMnynbCcHas Tepanusa u/uam I C
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KJIMHUYECKON  3/eKTpODU3NOJNIOTUM U PEHTTeHOXUPYPTUdecKux
MEeTO[OB JieueHUs HapylleHuin putma ceppua HUU xkinmHuyeckon
Kapauonoruu umenu A.JI. Msscaiukosa ®I'bY «PKHIIK» M3 PO.

Bce wiennt PaGoueit rpynmbl IOATBEPAWIM OTCYTCTBUE
¢dbuHaHCOBOI NOAAEPKKU/KOHQIUKTA MHTEPECOB, O KOTOPBIX
Heo0X0AMO COOOIINTD.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBasi ayauTopusi KIMHUYECKUX PEKOMEHIAIu:

. Bpaun-kapauonoru;

. Bpauu-TepareBThl;

. Bpauu 00111eii MPakTUKM;

. CeMeiiHble Bpauu;

. CTYOEeHTbl MeIULIMHCKMX BY30B;
. KIMHMUYeCKue OpPAMHATOPbI;

N ON U1 AN N

. ACTIMPAHTHI.

B  OaHHBIX  KJIMHMYECKUMX  PEKOMEHIALMSIX  BCe  CBEIEeHUS
paHXKMpPOBaHbI 110 YPOBHIO ITOCTOBEPHOCTM (IOKA3aTeIbHOCTM) B
3aBMCUMMOCTM OT KOJIMYECTBA M KauecTBa MCCIEIOBAaHMI IO JTaHHO
npobiieme.

Tao6numa I11. Kiraccel yoeauTeIbHOCT PEKOMEHIAIIMii

Knaccbli OnpepneneHue Npepnaraemas
pekoMeHAaauun cdopMmynuposka
Knacc I OdaHHble  wn/unn  Bceobuwlee cornacve,  4YTo PekomeHnayetcsi/

KOHKPETHbI MeToA JledyeHus wnau  npoueaypa rnokasaH
nonesHa, apheKTUBHaA, UMEET NPenMyLLecTsa

Knacc II MpoTuBopeunBble AaHHble W/VUAN  pacxoXaeHue -
MHEHU O nonb3e/3hdOEKTUBHOCTM KOHKPETHOro
MeToAa fleyeHnsa nan npoueaypsbl

Knacc Ila BONbWWHCTBO A@HHbIX/MHEHWI FTOBOPUT O MOJib3e LlenecoobpasHo
/ acbdeKTnBHOCTH NPUMEHSATb
Knacc IIb [aHHble / MHeHUs He cToNb ybeauTenbHO roBOpST MO>XHO NpUMEHSATL

0 nonb3e/3hHEeKTUBHOCTHU

Knacc III HdaHHble  wn/unn  Bceobllee cornacuve,  4YTo He pekomeHayeTcs
KOHKPETHbIN MeTo4 JleYeHus UM npoueaypa He
SABNAIOTCA nNosiesHo wunn 3dhdekTuBHON, a B
HEKOTOpPbIX ClyyasiX MOryT NPUHOCUTL Bpea

Ta6mmua I12. YpoBHM I10Ka3aTeIbHOCTU

A [JaHHble MHOrOYUCAEHHbIX PAHAOMWU3NPOBAHHbLIX KIMHUYECKUX nccnefoBaHnin unm
ME€Ta-aHann3oB

B [aHHble 0gHOro paHAOMU3UPOBAHHOIMO KJIMHUYECKOrO UCCEeA0BaHUSA UM KPYMHbIX
HEPaHAOMU3NPOBAHHbLIX NCCNeaoBaHUN

C CornacoBaHHOe  MHEHWEe  3KCMepToB  wu/mam HebonbwMe  nccnegoBaHus,
peTpOoCrneKTUBHbIE UCCNIeA0BaHUS, PernucTpbl

ITopsimOK OOHOBJIEHUS KIVMHUYECKUX PeKOMEeHIalMii



KnuHuyeckue pekOMeHIalMM ITO/DKHBI OOHOBJSTBCSI II0  Mepe
MOJIyYeHMSI pe3y/JbTaTOB HOBBIX KIMHMYECKUX WUCCIeOOBaHUI, He
yale yem Kaxkabie 7-10 ner.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

[Ipuka3 MuHucTepcTBa 3apaBooxpaHeHns Poccuitckon @enepaui OT
15 nos6pst 2012r. N2 918u "O6 yrBepkmenuu Ilopsimka okasaHMUS
MEeOUIIMHCKOM  IOMOIIM  OOJMBHBIM C  CEePAeYHO-COCYOUCTHIMU
3a60/ieBaHUSIMM"

[Tpuka3 MuHucTepcTBa 34paBooxpaHeHus Poccuiickoin @emepannn OT
15 uiong 2016 r. N2 520H «O0 yTBepKOmeHUM KPUTEPUEB OLIEHKU
KayecTBa MeOMIIMHCKOM MTOMOILI»

KP400. Xpounueckuii 6oseBoii curapoM (XBC) y B3pOCIbIX
MaIeHTOB, HY>XKAAIOIMXCS B MA/UTMATMBHON MeAUIMHCKOM MOMOIIM
(http://cr.rosminzdrav.ru/#!/schema/708)



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

AJITOPUTM BEJEHUS ITAIIUEHTA C
JXEJIYAOYKOBOUM 3KCTPACUCTOJ/INEN

TameerT ¢ 9acTol HeTVIOMEOBOH

SECTPECHCTOMHER

BEY

[neroTes BRIpafeHRELE
CHMITTOMEL]

HET

HasEauerHe MeUeHHA

IpoEederms sRoRapIHOTpaDHH

TIpEsEaKE EEISEAEHOTO
jh'.:‘l'pi:’l{ﬂ:)ﬂ]{ﬁ:ﬁ H3IMEHEHHA
CEpamE

HET

HazsHauenHe MeUcHHA

Mewerme He Tpedverca.
Hafmogesre £ IHEAMEES




ITpunoskenue B. Undopmanmsa nisa
IanieHToOB

YBakaeMbli IallVieHT,

BaM Heob6xomuMo 3HaTh, UTO CepAeyHble apUTMUM MOTYT BO3HUKATh
KaK B OTHOCUTEbHO 3JOPOBOM cepzile, TaK U ObITh CJIEICTBUEM PSifa
Cepbe3HbIX 3abosieBaHMIt, KOTOpble HEOOXOAMMO BbBISIBUTh WU
VICKJTIOUUTD ITPY TIPOBEIEHUY CITeI[MaIbHOTO 00CIeI0BaHMSI.

XopoIio M3BECTHO, 4YTO Mpob6jieMbl C PUTMOM cepjlla Hepeako
BO3HMKAlOT Ha ¢GOHe [OJUTeNbHO TeKyllleil TUIepTOHMUYEeCKO
6ome3uu, rpu pasnnmuHbix dopmax MBC, kapamuommuonaTum, mopoxkax
cepala, CMHAPOME HOYHOI'O arlHO3, 3JIeKTPOIUTHBIX HapyLIeHUSX,
3abomeBaHuax  jgé€rkux  (XOBJ) u  IIUTOBUAHON  >KeJie3bl
(TUpPEeOTOKCUKO3) U Apyrux. [IpoKOHCY/IbTUPYIITECH ¢ Balium Bpayom
110 IOBOAY OITMMAJIBLHOTO O0C/aemoBaHMUSI U (IIPM HEOOXOZMMOCTH)
CII0CO00B jleueHMs IPUUYMHBI Baiieit apuTMun.

B Hacrosimiee Bpems MeouiiMHa OO0amgaeT OOJNBIIMM apCeHaIoM
CpPeACTB, CHOCOOHBIX M3A€UUTh Bally apuTMUIO UM CYIeCTBEHHO
CHU3UTb YACTOTy U CUMIITOMAaTUYHOCTb e€ 31n3040B. C 3TOi Lienbio
MOTYT OBITb MCIIO/Ib30BaHbl JIeKApPCTBEHHbIE aHTHMAPUTMUUYECKUE
rpernapaTbl, KaTeTepHas abiaiusi, a B pse CaydaeB, IpMMeHeHMe
UMIUIAHTUPYEMBIX YCTPONCTB. [IpoKoHCy/IbTHpYITECH ¢ Bammm
BpayvyoM IT10 ITOBOAY ONTUMMAaIbHOTO CII0CO0a JieueHUsI apUTMUNA.

Ilyis TiposiBieHMsI MakKCuMalabHOM 3(pdeKTUBHOCTM BCe JieKapCTBa
HY)KHO 00s13aTe/IbHO MPMHMMATh B pekyuMe, Ha3HAUEHHOM BpauyoOM.
M3meHeHMe ob6pasa XM3HM U peryasipHasi Teparusi, Ha3HaueHHas
CIIeIMaJIICTOM, TIOMOTYT CO31aTh OJIATONPUSITHbIE YCAOBUSI [IJISI
NMpodWIaKTUKM OOOCTPeHUIt U OCIOXKHEHWUH, UYTO 00s13aTelbHO
HaWIy4yIIMM 00pa30M CKaXkeTcs KaK Ha TeYyeHUM OCHOBHOTO
3a60/1eBaHMsI, TaK ¥ Ha CAaMOi1 apUTMUM.

HopMmanusaiiys moBbIIIEHHOIO apTepyuaJbHOrO JaBJIeHMsI, KOPPEKIIMS
OCHOBHOTO 3abojieBaHMSI Cepjlia, VYPOBHS Kajaus, TOPMOHOB
IIUTOBUIHONM >Kejie3bl, 60pb0Oa C JMIIHMM BE€COM M TUIIOAMHAMMeENn
IIOMOTaIOT CYILIECTBEHHO YBEJIUUUTD 50 PEeKTUBHOCTD
AHTUAPUTMUUECKOI Teparnu.



Ecnu mnosiBieHMe apuUTMuUM BbI3BAaHO Bammym 3MOIMOHATbHBIM
riepeHaInpsbkeHeM, a Baiia paboTa cBsi3aHa C TOCTOSIHHBIM CTPECCOM,
MIPOKOHCY/IbTUPYITECh C IICMXOTepalieBTOM WM IICMXO0JIOTOM. Bpau
MOXXET HayuuTh Bac meTomamM ayTOTpeHMHTa M CaMOKOHTpoJjs. Ilpu
HeoOXOIMMOCTM TICUMXOTeparieBT IofbepeT cenaTMBHbIE IIpelaparhl,
HaIlpMMep, HAaCTOIKY BajiepMaHbl, TyCTbhIPHMKA, BAJIOKOPAVH U IIP.

YBaykaeMblli IIALIMEHT,

HIDKe TIpeacTaBjieHa MHbopMalys, Kotopas Bam moHamoOuTcs mjist
TOJITOTOBKM MOCEIeHMS Bpaya:

1. HykHO OBITh TOTOBBIM paccKka3aTh O Oecrnmokosimmux Bac
CUMIITOMAX, 3 MUMEHHO:

Kak maBHO apuTmusi Hauaja Bac 6ecriokonTsb?

CKOJIBKO pa3 TMPUCTYIIbI WIM CUMIITOMBI TOSBJSUINCDH 3a TOCTAegHNe
MecsIbl  (XOTST Obl IpubaM3uTenbHo)? KakoBbl ObLIM BpeMeHHbIE
MHTePBa/Ibl MEKIY MPUCTYIIAMM U CUMIITOMaMM?

Kak wu3MeHmwIOCh Baile caMouyBCTBME M CUMIITOMBI 33 BpeMs
0os1e3Hm?

Ecimm 6amskue Bam ooy Hab6/0maaM CMMITTOMBI apUTMUM B MOMEHT
TIPUCTYTIA, IOIIPOCUTE UX OIMUCATh UX.

Yro obseryaso cMMIITOMBI apuTMuu? Uto Bel nmpepnpuHMMaNy st
OIVArHOCTUKU U JledeHUs ?

Eciu Bbl yKe TIPUMHMMAINM WM IIPUHMMAaeTe Kakue-Inmbo cepledHo-
COCYIMCTBIE TIpernaparthl, pacCKaxkuTe 006 3TOM Bpauy (JIydlile MMeTb
CIIMCOK IperapaToB ¢ TpaduKkoM MpreMa B TeueHue CyTOK).

2. Pacckakute BaunieMy JOKTOpPY O TOM, K KaKUM CIIeMaJIUCTaAM
BbI y3ke oOpalaanch 1mo nmosoay Bammx xkamoo0.

[lo okOHUaHMM BMU3UTA K Bpauy Bbl TOKHBI 3HAThb OTBETHI Ha
CJIeAyIOIIye BOIIPOCHI:

KakoB Moy nuar1o3s?
KakoBbl BepOsSITHbIE TIPUYMHBI APUTMUN?

KakuMm o0Opa3oM apuTMMUSI MOXKET CKa3aThCsl Ha MOEN OaibHeiIen
SKU3HU?



Kakoe o6cemoBaHue HeOOX0AMMO ITPOATI?
KakoBbI BapMaHThI MOETO JIeUeHus ?

Kakue PUCKH, IIpEeMMYIIECTBa M HeXe/IaTe/IbHbIE€ SABJI€HMS CBSA3aHbI C
Ka’>KObIM N3 3TUX BapI/IaHTOB?

Yrto g MoOry caenaTb, IJiSI TOTO UTOOBI YJIYUIIUTb COCTOSIHME MOETro
cepaua?

VY KOro s 1o/IKeH Hab/IIoaaThCsl B CBSI3U C apUTMUEi?

CnemyeT M MHE TOCIIMTAJIM3UPOBATHCS B CIIeLMaJIN3UpYIoleecs Ha
JleueHUM HapyLIeHUI pUTMa cepalla OTaeaeHue?



IIpunoskenue I'.

ITPUJIO>KEHME I'l . TMATHOCTUYECKUE KPUTEPUN
APUTMOTI'EHHOU OJUCIIVIA3NN-
KAPANOMMUOITIATHHA ITPABOT'O JXEJIYAOYKA

Mpynna npumsHakoB BonbLine kKpuTtepumn Manble kpuTepmumn
CemeiiHbiii anamHes e Hanunumne AAMXK y 61nm3knx e Hanunuue AAMX y 6nun3skux
poactBeHHMKoB (I nnHUK) poactBeHHMKkoB (I nuHWMK)
npu NOATBEPXAEHUMN npu HEBO3MOXHOCTU
AnarHo3a B COOTBETCTBUM C NoATBEPXAEHUSA 3TOro
HbIHELWWHMMU KPUTEPUSAMU; AnarHosa B COOTBETCTBMU C
e Hanunume AAMK y 6nm3kux HbIHEWHNMU
poactBeHHUKOB (I  nnHUK) ANArHOCTUYECKUMU
npu NOATBEPXAEHUMN KpuTepusamu;
AnarHosa no AAHHbIM e BCC 6n1un3koro
naToMopdon0rnyeckoro poactBeHHuka (I nvHUK) B
nccneaoBaHus (post Bo3pacte pno 35 nerT,
mortem Ha ayTtoncun wnm KoTopas Morna 6bITb
6uomaTepmana, obycnosneHa AAMX;
nosly4eHHoro npu e [MoaTBep>XAEHHbIN B
nposeaeHMn  Kakoro-nmbo COOTBETCTBUM C HbIHELWHUMM
XUPYPruyeckoro Kputepuamm nnun Ha
BMeLlaTeNbCTBa). OCHOBaHuun
naTos0roaHaToOMM4ecKoro
nccnenosaHms AnarHos
AOMX y poactBeHHukos II
nHUN.
PesynbraTtbl BbisBneHve vy naumeHTa OTcyTCcTBYIOT
reHeTu4YecKmx reHeTM4ecKon MyTauuu, CBs3b
uccnepoBaHum KoTopon c passutnem ALMXK
AoKa3aHa




BbisiBJ/IeHHblEe

HeycToitumBas wnu ycronuymsas

HapyleHus puTMa | XT c Mopdonorvei KOMAIeKcos e Heycroitunsan nm
cepaua QRS no Tvny BAHMOE wu
HanpaB/ieHWEM 3NEeKTPUYECKOW ycTonumas XT, ucxoaswas
ocn  BBepx  (OKenyAo4KOBbIN
KOMMJieKc TMNa QS B
n3 BblHOCAWero TpakTta MX
otBegeHunax II, III, aVF u c - P !
npeobnagaHuem 3ybua R B .
01|?Be£l,eHVIVI avL). Y mopdonornen  BJIHNT  un
HanpaBfieHNeM
3N1EeKTPUYECKON OCU  BHU3
(>xenypouKkoBbIM  KOMMEKC
TMna QS B oTBeageHun aVvl um
c npeobnagaHuem 3ybua R B
otBegenusax II, III, aVF) nnun
eé HEN3BECTHbIM
HanpaBs/ieHMeEM;
e bonee 500 X3 B cyTku no
AAHHbIM XonTepoBCKOro
MOHUTOPUPOBAHUN.
SKIr-npusHaku DMNCUIOH-BOTHA n
HapylweHus (BOCNpPOM3BOANMBI ¢ llozaHne noTeHumnasb
aAenonsipusauum " HMU3KOaMMINTYAHbIN curHan
NpoOBOAMMOCTH Mexay OKoH4YaHneM QRS wu XenyLouKoB, ornpeneneHHble
cepaua, HayanoMm T B MNpekopAuanbHbIX

perucrpupyemMble Ha
CMHYCOBOM pUTMe

oTBeAeHusX,
(puc. 15).

yawe  Vi1-V3

Kak MuHMMYM no 1 w3 3

napamMeTpoB Ha  CurHan-
ycpeaHéHHon  3OKI,  npu
anntenbHoctn QRS =110 mc
Ha cTaHgapTHou JOKT;

o DunbTpupoBaHHas
anutenbHoctb QRS  (fQRS)
>114 mc;

e [INuUTenbHOCTb

HU3KOAMMINTYAHOIO
curHana (=40 MKB)
KOHEYHOM yactu QRS
=38 Mc;

o CpepgHee KBagpaTu4yHoe

BOMIbTaXa KOHe4YHbix 40 McC

QRS <20 mMkB;

e [AnuTenbHOCTb KOHEYHOoM
aKTMBaLMK XKENy[0UKOB,
U3MEPEHHON  OT  Hu3LWeNn

TOUKM 3ybua S ao
oKkoH4YaHus QRS, Bktovasa R’
B oTBeAeHnsaAx V1-V3 =55 mMc
npu  OTCYTCTBUM  MOJTHOWM

BHMT.




SKr-npusHaku
HapyLweHus
penonspusauum,
perucrpupyembie Ha
CUHYCOBOM puUTMe

OTpuuatenbHble 3ybubl T B
npaBblX T[PYAHbIX OTBEAEHUNAX
(V1-V3) c BO3MOXHbIM
pacrnpoCTpaHeHMEeM Ha JApyrue
rpyaHble oTBeAeHUs y
nauneHToB cTapwe 14 net npwu
oTCcyTCTBMM  nonHon  BMHMNC
(puc. 15) c yBenunyeHunem
anutenbHoctn QRS =120 Mmc.

e OTpuuartenbHble 3ybubl T B
oTBeAeHUsX V1-V2 y
naumeHToB CcTapwe 14 nert,
He uMewLWwmnx nonHown BMNHMAM
unn B oTeBeaeHusax V4, Vg
nnuVeg;

e MHBepcua 3ybuos T B

otBegeHuax V1,Vo,V3nvay

naumeHToB cTapwe 14 ner,

uMerLwmnx nonHyw BIHMN.

HapyweHusa obuwein mn
JIoKaJibHOW
COKpPaTUMOCTH
MUokapaa mK no
AaHHbIM
BU3YyaJIM3NpyroLmx
MeToaAuK

Sxokapauorpadcdus

HapyleHus NoKanbHoOM HapyuweHus floKkanbHOM
COKpaTMMOCTU Muokapga [1K cokpatuMoctn Muokappa X
(aknHesnsa, [UCKNHesns) wam (aknHesnsa, AUCKUHEe3ns) 1 oaMH
aHespusma MK wn oanH wu3 n3 cneayrowmnx npu3HaKkos
cneayoLwmx NpU3HaKoB (n3mepeHne B KOHEYHYI0
(n3mepeHune B KOHEYHYI0 avacrony):

awnacrony):

= pa3Mep BbIHOCALLEro TpakKT

MX no napacTtepHanbHOM
ONVHHOM ocn =32 MM (npwm
HOpManusaumu no njowaan
noBepxHOCTU Tena =19 mm/
2).

7

M
= pa3Mep BbIHOCALEro TpakTta

MK no kopoTkon ocu
>36 MM (Npy HOpManusaumm
no njaowaan MOBEPXHOCTH
Tena =21 MM/MZ);
= MJIaHUMeTpuyeckas

dpakums Bblbpoca MK

<33%.

= pasMep BbIHOCALEro TpakTa
MK no napacrepHanbHOM

ANVHHOM ocn 29-31 MM (Npu

HOpManu3auumM Mo naowaau

NOBEPXHOCTU Tena 16-
18 MM/M2);

= pasMep BbIHOCALWEro TpakTa
MX no kopoTkoih ocu 32—
35 MM (npu HopManusaumu
no naowaanM MnoBEepPXHOCTH
Tena 18-20 MM/MZ);

= nJaHuMeTpuyeckas dpakuus

Bblbpoca MK 34-40%.

MarHuTHO-pe3oHaHCcHasa Tomorpadcdus




HapyleHus JNloKanbHoM
COKpaTMMOCTH Muokapaa
(aknHesnsa, AUCKUHE3Nsa) Wwnn

ACUHXPOHHOEe cokpauleHue XK

n OAWNH n3 cnepyowmx
NpU3HaKOB:

m  COOTHOLLEeHMe KOHEYHOro
AMAaCTONMYECKoro pasmepa
MK K naowaan
NOBEPXHOCTU Tena
=110 Mn/M2 (My>4nHbI)
nnn 2100MJ'|/M2

(OKEHLLUMHBI);
= Qpakuyus Bblbpoca MK

<40%.

HapyleHus NloKanbHOM
COKPaTMMOCTH MuUokapaa
(aknHesnsa, A[UCKUHE3NS) WK

aCUHXPOHHOEe cokpaleHue MX un

OAWH us cnenyroLwmx
NPU3HaKOB:

= COOTHOLLIEHWEe KOHeYHoro

AvacTonmMyeckoro  pasMmepa

MK K nnowanm noBepxHoOCTH

Tena 100-109 MJ'I/M2
(MY>X4YMHbBI) Uan 90—99MJ1/M2
(KeHLWMKHbI);

= @pakums Bbibpoca MXK 41-

45%.

PeHTreHo-KOHTpacTHasA BeHTpuKynorpadpus

HapyleHus NoKanbHoM
COKpaTMMOCTU Muokapga [1K
(aknHesnsa, AUCKUHEe3nsa) wam

aHeBpusma XK.

daHHble
SHAOMUOKapANasIbHOM
6uoncum

OcTaTo4Hble (residual)
KapANOMUOLUTI COCTaBnsOT
<60% ot obuwero konu4yecTBa
K1eTOK Npun MopchoMeTpnyeckom
aHanuse (<50% npwu noacyete)

C  (UBpPO3HLIM  3aMelleHneM
Muokapaa, MNpuv Hanuuum wunu
OTCYTCTBMMU XXMPOBOIO
3aMelleHns Muokapaa XoTs 6bl
B 1 ©6wunontate cBoboaHoM
cTeHkn MX.

OcTaTo4Hble (residual)
KapAMOMUOLMTbI COCTaBnalT
60-75% ot obuwero konnyecrtea
K/IETOK Mpu MOPEOMETPUYECKOM

aHanunse (50-65% npwm
noacyere) C dnbpO3HbIM
3aMelleHMeM Muokapga, npu
Hannuum unm OTCYTCTBMU
XXMPOBOIO 3aMeLleHnss MMoKapaa
XOTS 6bl B 1 6uonTaTe

cBoboaHol cteHkn MXK.

MpumeyaHune: AAMX — apuTmoreHHas gucnnasna—-KapamMoMmonaTna npasoro xenyaouka; BIAHMT
— 6nokaga neBon HOXKWM nydka uca; BMHMI — 6nokaga npaBoM HOXKW nydka uca; XT —
Kenyaoukosas Taxmkapans; K3 — xenyaovkoBas 3KCTPACUCTONUSA

ITPUJIOKEHME I'2. IPOTUBOAPUTMUYECKUE
IIPEITAPATBI, UCIIOJ/Ib3YEMBIE B JIEHEHUU
JXEJIYAOYKOBBIX APUTMHUN




IIpornecapar | Cpeansa | HemenareanHble IMokasa | IIpoTHEONMOKAIaHHA CO CTOPOHBI CEPILIA
MHYECKHE cyTounas | 3dperThI HHSA H MEPEI NPEJ0CTOPIEHOCTH
TIpEnapaThl Ao3a gas
(knace TIPHEMA
npenapara’) | BHYTpB
{mrfeyT)?
TIpoxanmanu | 2000- Crime, MHATIHA, AT Jecdyerans cHEyeoEOro yaaa (ope
a=* (IA) 4000 BaCcEYJHT, orcyTeTeRH SK.C); cephesHElE HapyIeHRT
EONMIAHCIHOIO IO 0HEE AB-mporenenna (pH oTcyTeTERR SEC);
CHHEIPOM, HAPVIIEHHA EHY TPEDHETY JOMEOECTO
ATPARYIOIETOS, IpOEETSHHA; paHee NEpEHECeHHER
THIIOTEHSHA, rmedapeT mEokapaa; HEC; XCH;
APHTMOTEHHDE JeHCTEHE cumzerne BT renoTemsma; crEmpon
{TdP, momomopdaaz bpyrama
ET).
Jamnakonar | T5-150 TonoEcEpyHeHHS, A3 KT | Juecdyesama cHEyCOBOTC Y302 (OpH
HHA HapyIIe T orcyTeTerE SKC); TAEense BEapymeHna
rHApoiporILT KOO THEAITHH, AB-mposegenna (mpH oTcyTeTERR K C);
** (IC) THILTOTIEA, HapVIIEHHA EHY TREHETYI0IHOECTO
APHTMOTEHHOS JelCTEHE IpOEEASHHA; paHes NEpeHECEHHEI
{moscmopdaas T, mEdapeT MEoEapaa; HBC; XCH;
TpaHchopuanma $I1E cumzerme PBILE; nopaseHdse KIAOaHOE
TII, oTpHIATEIEHEL CEpAUA C HapyIIeHReM eMoTHHANHEH,
HHOTPOOHEH 3dderT. CHEIpoM BpyTaga; Hacne cTEEHHER
CHEIpPOM VIHHEeHHOTO HHTepEana (1.
IIponadenon | 450-750 | Brpasensoe 03, AT | Omcdyesams cHEYCOBOTO Y304 (IpH
** (IC) pacmeperre QRS orcyrerers SKCY); PIDTIL (mpw
Hapymenns AB- OTCYTCTEHH TEQAIHH MpelapaTanH,
TIpOEETeHAA. onorupyIomEnE AB-npoEensERe);
Hapymerna dyermrm TAEENE: Hapymenns AB-nposeneHma
JHEITY AOUHC-EHITETHOTO (npm cTcyTeTern JKC); TasenmE
TPAKTA, 3PHTMOTEHHOE HApVIIEHHT EHY TPEHETY JOMEOECTO
JeHcTEHE (MoHOMOpHEAT MIPOEENEHHAA; PaHes MepeHeC SHHEIR
KT, pepene cmyqan medapeT MEoEapaa; HEC; XCH;
TdP), Tpascdopuames cumzerne PBILE nopasenre KIaNaHacE
&1 s TIL, CEpAUA ¢ HapyIIe e enoT AN,
OTPHITATEIEHEIE cHEqpoM BpyTama; Hacne cTEEHHE
HHOTPOOHEH 3dderT. CHETpOM YATHHEHHOTS HETepeana QT
(Epome LQTSE3); mpaen nIpenmaparos,
VOIHHAREE HETepEaT QT.
Juyramamunae | 150-200 | Bupasensce A0, KT | Jecdymsoma cHEyCOBOIO Y304 (OpH
TMPOTHOHHTIT pacmmperre QRS, oTcyTeTERH JKC); TAEeNse HapyIIeHHA
OKCHEApPOOHN HapymeHHs AB- AB-mporegeHHd (IpH oTcyTeTERR JEC);
JaMHHO(EHOT NpOEEIEHAT, HAPVIIEHHA EHY TPEHETY JOIEOECTO
Hasue** (1C) APHTMOTEHHOE JeHCTEHE NPOEEEHHA; PaRes NEpeReceHHEIR
{momcmopdEaz BT, madaprT Maokapaa; HBEC; XCH;
peaxo — TdP), crmserme $BICE: nopaseHne KIaNaHoE
Tparctopuanss $I1E Cepana © HapyIIeHReN TenMoTHHAMHEEH;

TII, ronoBoEpy EeHIE,
HAPVIIEHHA

cHEIpoM Bpyrana; Hacue CTEEHHEI
CHEIpoM YITHHeHHOTo HHTepEana (T,




KOCPIHHANNE, THITTONHT

OTPHITATEIEHED
HHOTPOIHEEH 3dberT.

Bera- Pazamun | GpoExocmasw, 03, AT, | JucdyHmTHa cHEYCOBOTS Y34 (OpH

agpeHoI0KA | BIe 03Bl | THIOTEHSHA, Epo#ge | orcyTeTers JKC); TTfeIsls HapyIIeHHA

Topsl (IT) OTPHITATEIEHED HEIH AB-npoeegesnd (mpH oTcyTCTERE 3EC);
HHOTPOIHEIH sdberT CHEOpPOM | THIIOTEHSHA, IeEOEeTyI0IECERT
CHHYCOEAA OpagHKapIHd, | YITHHEeH | HeJOCTATOYHOCTE B OCTPOM IMEpPHOIE
AB-Omoxama, HOro HHDApETa MEOEZpPIA;
MCEEIISHARR HHTEpEZ | ASKCMISHCHPOEAHHEAR XCH; cTeHoKapaa
VTOMIIEMOCTE, ma QT, [TpeEmMeTana, OpoRXo00CTYETHEHEIR
zenpecchd, cexcyamsreie | EIDET | ceEmpon.
paccTpoHCTER

Anmogapon®* | 400 [THeEMoHEAT B HOpPOS KT, 2 | Kneepqeckne coCTOTHAT H

(IIT) TETEHE, THIOTHPEOS H CONYTCTEYIOMAT TEPAlHT, CONpAFeRHaq C
THIEpTHpEOS, VOTHEeHEHENM HETepEana 7T;
toToceRCHONTHSAITHA HACTecTEEHHRE CHEADOM ¥ATHESHHOTO
{dromeToECE uHTepEana (T; cHHycoEas OpagHEapIHT,
OEpAIIHEAHNE EOEH), JHcyHEITHA CHEYCOEOTT Y3IA (IIpH
TeMAaTOTORCHTHCCTE, orcyreTerm 3K C); TOEeTEE HapyIeHRA
CHEYCOERE OpATHEAPIHA, AB-nposegesnd (mps oTcyTeTERA SEC)

VITHHEHHE CeTMeHTa
QT, gpaire pegro TdP.

Cotazon** 160320 | Asanormaso p- JE2, AT, | IecdyHEDHA CHEYCOEOTO V3IA (IpH

(IIT) aIpeH0OIORATOpAbL, {AFKITE) | orcyrererm JEC); mapymenns AB-
VITHHEHHE HETEPEATA < NpoEefeHREd (mpH oTcyTeTemE JKC);
QT, apHTMOTeHHOS Tamenat XCH; cTeRoEzpIa
gercTere TdP ITprEmMeTana; HacTe CTESHHEE CHEIPOM

VITHEeHHOTO HETepEata (T mpmen

IpenapaTos, VIIHETONEN HETepEar T,
OpOEXCOCCTPYETHEHE CHEIDOM.

Bepamamun®* | 240-320 | OrproarensHEDR Jepomen | JucdyHIEINA CHEYCOBOTS Y34 (OpH
IV) HHOTPOIHEN 3dderT YOOUROE | OTCYTCTEHH K C); TTfeIsls HapyIIeHHA
{ocofeHHD IpH EE AB-mposegenns (npa oTcyTeTERE JEC);
cum=ernHoH $BITLE), tacuEry | OpagHEapIHEA, THIOTEHIHA,
CHIIB, HAQYIIEHIT QApHAT | JEBOEETYICIECERA HeTOCTATOYHOCTE B
Y HEITHE #eTyJoTHD- TAXHEAp | OCTPOM NEpPHOAE HEDAPETA MHOKAPIA;
KHIIETHOIC TPAKTA, gaa, AT | XCH; sHausTenra0e casesne $EILE;
THOOTEHSHA, CHHYCOERA | H3 FILTII npH HATHEHE JONOIHATSIEHEX
opaguEapmea, AB- ERIHOCA | IyTeH DpobemeHnd | WE W-CHEIpoM).
OIIoEATE. mIero
TPAKTa
TIPAECTO
HUTH
AEEOTO
HEMYIoT

Ed.

IIpumeuanus:

Knaccupukauusa E.M. Vaughan Williams ¢ gononHeHMsIMU
D.C. Harrison;

B Tabmmile yKasaHbl [03bI IIPENapaToB, MCIOJb3yeMble IIPU
JIeueHMM B3POC/IbIX MTAlIIeHTOB;
¢ Coranon Mosxer GbITb MCIIOIB30BAH y 6onbHbIX AKIDK, omHako
maHHble O ero 3¢@eKTMBHOCTM U 0e30IacHOCTM IIPU JAaHHOM
3a060/1eBaHM M ITPOTUBOPEUNBHI.

** mpeniapaT BXoauT B nepeueHb JKHBJIC

LQTS3 = cunapom yajauHeHHOro mMHTepBasa QT 3-ro tuna; TdP =
noaumopdHas XxeayqoukoBas Taxukapaus Tuiia nupyaT (Torsade de
pointes); WPW-cungpom = cuHapom Bonbda-IlapkuHcoHa-VYaiiTa;
AKIDXK = apuTMoreHHasi KapaMoMMOIIaTUS TIPaBOro xXenynouka; AB =
aTPUOBEHTPUKYJISIPHBIIA; ['KMII = runeprpoduueckast
Kapguomuornatusi; KO = kemymoukoBas 3kcrpacucronusi; UBC =



uimemmudeckast 6onesnb ceppaua; KIDKT =

KaTexo/JIlaMMHeprmueckasd

noaumopdHas keaynoukoBasi Taxukapausi; JIDK = yeBblit xenygouek /

JIeBOXKeNynouyKoBbIit; TII

dpakiyus BbIOpOca JIEBOTO JKeNyI0YKa;

TpemeTaHue Ipencepauii;
OX

®BJDK
bubpumIILIS

skenynoukoB; @I = ¢pubpunnsaius npencepanii; XCH = xpoHudeckast
cepaedyHast He[oCTaTOYHOCTh; DKC = 3/1eKTpoKapaAMOCTUMYIISTOP.

ITPNJIO>KEHHUE I'3. PEKOMEHJIALIVU I1O

ITPOPUIIAKTUKE BHE3ATIHOM CMEPTU Y _
BOJIbHbIX APUTMOTEHHO JIVICITJIASUEN-
KAPIVIOMUOIIATUENM ITPABOTO JKEJTYZIOUKA

KaTteropus 60abHbIX

daKTOopbl pUCKa

PekoMmeHpauunm

OnarHoctnpoBaHHas

Bblcokuit

CUCTONMYECKON (YHKLNKN
npaBoro Xxenyaouka;
nopaxeHue Muokapaa
060M1X Xenyao4KoB;

HeyCcTonumBble NpPo6exXKN

XT

ALK puck BCC e [lepexuTas OCTaHOBKa MMnnaHTauus
cepaua; KapanosepTepa-
AOKYMEHTUPOBaHHbIE aedunbpunnstopa
yCTOMYMBbIE MAapPOKCU3Mbl Heobxoauma;

XKT / anuzoabl ©X; NMOCTOSIHHbIA MNPUEM
CUHKOMasbHblE COCTOSIHUS B-
(MckntoueH afapeHobnoKkaTopos;
HeapuTMUYEeCKnn reHes) obwmne
pekoMeHAauum
(orpaHuyeHune
Harpysok);
cucremMaTmyeckoe
HabnoaeHve
YMepeHHbIN
puck BCC Bblpa)xeHHOe  CHUXEeHue MmnnaHTauus

KapanosepTepa-
nedpmnbpunnsatopa
MOXeT 6bITb
uenecoobpasHa;
MOCTOSIHHbIN MNPUEM
B_
afapeHob10KaTopoB;
obwume
pekoMeHAauum
(orpaHuyenune
Harpysok);
cucremaTmyeckoe

HabnaeHve




Huskmin
puck BCC

Bce ocTtanbHble 60/bHbIE C
BEPUdULMPOBAHHbBIM
ANarHo3oMm AOMX, He
nMetome dakTopoB
BbICOKOIO M YMEPEHHOro
pucka

o MMnnanTauus
KapanosepTepa-
aedunbpunnaropa
He nokasaHa;

e TMOCTOSIHHbIN MpPUEM
[3-
aapeHobnokaTopoB;

e 0bwue
pekoMeHAauum
(orpaHuyeHune
Harpysok);

e CucrematTmnyeckoe

HabnoaeHve
BeccMMnTOMHblE HOCUTENM MNATOFHOMOHUYHBLIX AAIMXK reHeTnyeckmx
MyTauni e Obwue
pekoMmeHAaumm
(orpaHuyenune
Harpysok);

e CUCTEMATUYECKOE

HabnoaeHne

Mpumeuanua: AOMK — apuTMoreHHas gucnnasmsa-KapanomMuonaTtus npasoro xxenyaouka; BCC —

BHE3anHaa cepagedyHasa CMepTb,
XXenyao4dkos

— XenyaodykoBasa TaxXxukapaua;

OX — dubpunnaums




