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1. HAJZKEJYJOUYKOBBIE HAPYHIEHUSA PUTMA CEPALA

K Hamxemylno4KkOBBIM, WIM CYINPAaBEHTPUKYISIPHBIM, HApPYIICHHUSIM pPUTMA
cepAala OTHOCAT APUTMHUH, UCTOYHUK KOTOPBIX PACIOJIOKEH BBIIIEC PA3BETBICHUN
nydyka ['mca: B CHHyCOBOM y3J€, B MHOKapJAe IpPEACEepAul, YCTbIX IOJIBIX WA
JE€rOYHBIX BEH, a TAaKXK€ B aTpUOBEHTPUKYISIpHOM (AB) coenunenun ( AB-y3ne
wi oOmiem ctBojie mydka ['mca). Kpome Toro, k HaJKeayJOYKOBBIM OTHOCST
apUTMUU, BO3HUKAIOLIUE B pe3yibTaTe (PYHKIMOHUPOBAHUS B CEP/LIE aHOMAJIbHBIX
aTPUOBEHTPUKYJSIPHBIX NpOBOASIIMX myTed (myukoB KeHTa wiM BOJIOKOH
Maxaiima).

B 3aBucuUMOCTH OT XapakTepa KIMHUYECKUX U AJIEKTPOKapIuorpapuuecKux
IIPOSIBJICHAN HA/KEIIyZJOYKOBBIE HAPYLIEHUS PUTMA CEpALA Pas3AeisIlOT HA TpHU
HOATPYIIIBIL:

® HA/DKEIIYJOYKOBYIO SKCTPACUCTOJINIO,

® YCKOPEHHBIN CYIIPABEHTPUKYJISIPHBIN PUTM,

® Ha/DKENTYJOYKOBbIE TaXMKapAWM, BKIIOYAsl TpeneTaHue v (pUOpUIUISLIIIO

MpEeICEPINA.

1.1. Hamxey104KoBasi IKCTPACUCTOIHSA

1.1.1. Dnudemuonozusn, ymuonozus, hakmopsvl pucka

HamxenynoukoBas skctpacuctonust (HXD) sBnsercs ogHoil n3 Haunbonee
YacThIX ApPUTMUNA B KIMHUYECKOW TMPAKTUKE W HAONIOMAETCS y JIOJeH JH00ro
Bo3pacta. BozuukHoBeHuto HXK3D MoryT cnocoOCTBOBaThH pa3indHbIe 3a00JI€BaHUS
CEpIICYHO-COCYAUCTOMN CHUCTEMBI (UBC, TUTNIEPTOHUYECKAS 00JIe3Hb,
KapJIMOMUOIIATHH, KJIAllaHHbIE MOPOKH CEPJlla, MUOKAPIUT, MEPUKAPAUT U Ap.),
SHAOKPHUHHBbIC 3a00JI€BaHus, a TaKKe OOJIE3HU JIFOOBIX JAPYTUX OPraHOB U CHUCTEM
OpraHu3Ma, COMPOBOXKIAOIIUECS CEPJICUHBIMU MPOSBICHUSMU. Y NPAKTUYECKHU
3mopoBbiX Jull HXKD moxer ObITH CIIpOBOIMPOBAHA SMOIMOHAIBHBIM CTPECCOM,
WHTEHCUBHON (DU3MUYECKOM HArpy3Koi, MHTOKCUKAIIUEH, yroTpebieHrneM kodenHa,

BO30Y)KIAIOIIMX  CPEACTB, AJKOrOJiA, KypEeHUEM, NPUEMOM  pa3IMYHBIX



JIEKAPCTBEHHBIX IPENapaTroB, HAPYLICHUSIMHU DJIEKTPOJUTHOIO M KHUCIOTHO-

OCHOBHOTO 0anaHca KpOBH.

1.1.2. Onpeodenenue u kKnaccugpukayus

HamxemynoukoBoit AKCTPACUCTOJINEN (HXXD) Ha3bIBACTCS
NpexXJIeBpeMeHHass (M0 OTHONICHUI0 K HOPMaJIbHOMY, CHHYCOBOMY pUTMY)
AIIEKTpUYECKasl aKTUBAlMs CEpAlA, BbI3BAHHAS MUMITYJIbCAMH, UCTOYHUK KOTOPBIX
pacnoyiaraeTcsi B MNpEACEpInax, B JErOYHBIX WJIM MOJIBIX BEHaX (B MeECTax HX
BIIAJICHUI B Ipescepans), a Takxke B AB-coennnenuu.

HXX3 moxet ObITh OJMHOYHOM WU MTapHOU (JBE MOJPS SKCTPACUCTOJIbI), a
TaK)K€ UMETh XapakTep ajuioputMuu (Ou-, Tpu-, kBagpureMenuun). Ciayyau, Kormaa
HXD BO3HHMKaeT 1mociie KaXJA0ro CHHYCOBOI'O  KOMIUIEKCA, HMEHYIOT
HAJDKEITyZI0YKOBOM OMIeMEHMEW; €Clii OHAa BO3HHMKAET MOCie KaKIO0ro BTOPOTO
CHHYCOBOI'O KOMIUIEKCA — TPUIEMEHHUEH, €CIU II0CIE KaXIOr0 TPETHETO —
KBaJIpUTEMEHUEHN U T.II.

Bo3nuknoBenne HIKD 10 momHOro OKOHYaHMSI pENoJISIpU3AUU CEpALA
nocjie MpeaUIeCTBYIONIEr0 CHUHYCOBOIO KomIuiekca (T.e. okoHuaHus 3yo6ma T),
MMeHyeTcs T.H. «panHei» HXXD, yactapiM BapuanToM kotopoit siBissercss HKD nmo
tuny «P Ha T». B 3aBHCMMOCTH OT JOKajJW3alMU APUTMOIEHHOTO HCTOYHHUKA
HKD BbIIEnsOT:

® MPEICEPAHYIO SKCTPACUCTOIIHIO,

® SKCTPACHUCTOJIMIO U3 YCTHEB MOJIbIX U JETOYHBIX BEH,

® JKCTPACUCTOIUIO U3 AB-coequHeHusl.

1.1.3. Ilamozenes

B ocnoBe BozHukHOBeHUs: HXKD Moryr nexarb pa3inyHble CTPYKTYpPHBIE U
(GYyHKIIMOHAJIbHBIE HAPYIICHUS KJIETOK MPEICEPIHOTO MUOKAPA, MOJIBIX/IErOYHbBIX
BeH U AB-coenuHeHus, CONpoBOXKIAIOUIMECS HM3MEHEHHEM HX MOTEHLIUAIOB
nevcteus (I1J]). B 3aBucuMocTH OT xapakTepa 3JIEKTpO(U3UOIOTHUYECKUX
HapylIEHUH B COOTBETCTBYIOLIMX OTAENaX cepauna mMoryt Bo3Hukarb HXKD mo

MEXaHU3MY TPUITEPHON AaKTUBHOCTH (HapylleHHWE TMPOLECCOB PEerospu3auu
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KI1eToK B 3-t0 wm 4-10 daser [1]), anHomanpHOTO aBTOMaTHM3Ma (YCKOpEHHE
MEJUICHHOW JIeToJIsIpu3aIiuu KIeTok B 4-t0 ¢asy IIJ]) wnmm moBTOpHOrO BXOIa

BOJIHBI BO30Y:kaeHus (re-entry).

1.1.4. /luacnocmuka, ougpghepenyuanvnan ouazHocmuxa

Juarno3 HXXD craBuTca Ha ocHOBaHMM aHanu3a cra”naaptHoid OKI. B
cinydae mpeacepaHor skcrpacucroiauun  1mo OKIT peructpupyrores 3yOus P,
MPESKICBPEMECHHBIE 110 OTHOIICHUIO K OXHIaeMbIM 3yOmam P cuHycoBoro

MMPOUCXOKIACHHUA, KOTOPBIC OTIHUYAIOTCA OT IIOCIICOAHHUX II0 cBOEH MOp(bOJIOFI/IPI

(puc. 1).

I ,'ﬁ i '
e e e A fJ/,_ B i /\A = /v_4,—\‘/\/|l /_ﬁ/‘/\j ![\#/_\‘ s 7 | = ‘J/\/u’
[ | |

|

| 1/ |

\L/ V V ! V v
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| ’f 'H‘ |
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2 Vi AV, ALV, 1 V1
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Puc. 1. I[Ipeoceponas sxcmpacucmona.

O6o3nauenus: MC — wuHTepBan cuemieHus mnpenacepanoit skcrpacucronsl (I19), TIDIT —
MOCTAIKCTpacucToinnyeckas naysa, UIIOI — upecnmmeBogHas anmekTporpaMma, A — OCIHILIISIIAA
npezacepanid, V — OCHMIUIALUH KeTyJOUKOB, HHJIEKCOM 1 0003HaUEHBI SJIEKTPUYECKHE CUTHAIIBI
CHHYCOBOT'O IIPOUCXOK/ICHHS, MHAEKCOM 2 — 3IEeKTpUUecKre curaaisl [13.

[Ipyu »oSTOM WHTEpBa MEXAYy OKCTPACUCTOIMYECKUM 3yOoromMm P wu
NpeAlecTBYIOIMM UM 3yO1noM P cuHycoBoro putmMa OOBIYHO HMMEET CTpPOTO

(1)I/IKCI/Ip0BaHHOC 3HAUYCHUEC N MMCHYCTCA «MHTCPBAJIOM CLCIIIICHUS HpCI[CGp,IIHOﬁ

11



AKCTpacucTosibl. Hammunme HecKoabkuxX MOp(OJOTHYECKUX BapHAHTOB 3yO1oB P
MpEACEPAHON IKCTPACUCTOIUHU C pa3HBIMU UHTEPBAJIaMU CIICTUJICHUSI YKa3bIBACT Ha
MHOKECTBEHHOCTh ApUTMOIEHHBIX HMCTOYHHKOB B MHOKapAe NpeAcepIuid Hu
MMEHYETCA HOJIUMONRHOU npedcepoHoil Ikcmpacucmonuei. EE oqHON Ba)KHOU
JIMAarHOCTUYECKONW OCOOEHHOCTBIO SIBJIIETCSI BO3HUKHOBEHHE IOCJE MpecepaAHON
HKCTPACUCTOJIMA TaK HAa3bIBAEMOW «HEMOJIHOW» KOMIIEHCATOPHOW may3bl. B sTom
cllyyae CyMMapHasi MpOAOJKUTEIbHOCTh WHTEpPBAJIA CUEIUICHHS MPEICepaHOMN
HKCTPACUCTOJIBI U TTOCTIKCTPACUCTOIMYECKON May3bl (MHTEpBalI Mexay 3yorom P
AKCTPACUCTOJIBI U TIEPBBIM MOCIEAYIOMMUM 3yO1oM P CHHYCOBOTO COKpalieHus)
JIOJKHA OBITh MEHBIIIE JBYX CIHOHTAHHBIX CEPJICUHBIX ITUKIOB CUHYCOBOTO PUTMa
(puc. 1). IlpexxaeBpeMenHbie 3yOIbl P HHOI/Ia MOTYT HaK/IaabIBaThCs Ha 3yoer T
(tax Ha3biBaemasi dkcTpacuctonus «P Ha T»), pexe - Ha komiiekc QRS
MPEAIIECTBYIOIIETO COKPAIIEHUS, UTO 3aTpyIHsEeT uX BbisiBiieHHe Ha DKI'. B atux
CIIy4asixX 3alliCH YPECMHIIECBOJHBIX WM SHIOKAPIUAIBHBIX AJIEKTPOKAPAUOTPAMM
No3BOJIIIOT AU EpeHIIMpPOBaTh  CUTHAJIBI  JJICKTPUYECKOW  AKTUBHOCTH
MPEICEPIANN U KETYTOUKOB.

OTauyuTensHON 0COOEHHOCTBIO KCTpacucToN U3 AB-coeluHeHus ABISIETCS
perucTpaius MnpexaeBpeMeHHbIX KoMIiekcoB QRST 06e3 mpeamecTByOMUX UM
3yonoB P. Ilpeacepnus mpu NaHHBIX BapuaHTax SKCTPACUCTONHH aKTUBUPYIOTCS
pEeTpOrpagHoO, B CBSA3U C 4eM 3yOI1ibl P yalie Bcero HakIaIbIBalOTCA Ha KOMIIJIEKCHI
QRS, xoTopkle, KaKk MpaBUiio, UMEIOT HE U3MEHEHHYIO KOoHpurypamnuto. M3penka
3yorsl P mpu  skcrpacucronax w3  AB-coeAMHEHHS PErMCTPUPYIOTCS B
HEMOCpeJACTBeHHOM  Onm3oct  oT KoMiwiekca QRS, wuM  cBolicTBeHHa
OTpULATENIbHAS MOJIIPHOCTH B oTBeAcHUX 11 u aVF.

[IpoBenenne nuddepeHINATBHOTO AUAarHo3a MEXAY SKCTPACUCTOJIMEH H3
AB-y3nma um oOmero crtBoma myuka [mca, a Takke MEXAy NpencepaHon
HKCTPACUCTOJIMEN W DKCTPACHUCTOIUEH W3 YCThEB IOJIBIX WJIM JIETOYHBIX BEH
BO3MOXKHO TOJIBKO 1o pe3yJbTaram BHYTPHUCEPICYHOTO

MEKTPO(PHU3NOIOTHIESCKOTO HCCIICIOBAHUSI.
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B OospimHCTBE Ciiy4yaeB 3JjieKTpuueckre mMmirysbesl oT HXKD mpoBoasarcs
Ha oKkenynouku uepe3 AB-coenunenue u cucremy [mca-Ilypkunwse, dTO
OpOSIBIISIETCS. HA  JJIEKTPOKApAMOrpaMME€ HOPMaJbHOW (HE HM3MEHEHHON)
koHpurypauuer  komriekca QRST. B 3aBucumoctd OT  HMCXOIHOTO
(YHKIIMOHAJIBHOTO COCTOSIHUSL NPOBOJSILIEH CHCTEMBbI cepAlla U CTEHEHU
IPEXKIECBPEMEHHOCTH  INPEACEPAHBIX  3KCTPACUCTOJ,  IOCIEIHUE  MOTYT
CONMPOBOXJIATbCSI TEMH WM HWHBIMU MPOSBICHUSMH HApYyIIEHUA MPOLIECCOB
npoBenenus. Eciu umnynee ot HXXD, nmomagas B pedpaxrepnsiii nepuon AB-
COCJIMHEHHUS, OJIOKHPYETCS M HE MPOBOJUTCA Ha KEIyAOUYKH, TOBOPAT O T.H.
«OJOKMPOBAaHHOW» CYNPABEHTPUKYISIPHON 3KcTpacucTonuu (puc. 2-A). Yacras
onoxupoBanHas HXKD (Hanpumep, mo Tuiy OMreMEHHH) MOKET MPOSIBIATHCS Ha
OKI' xapTuHOM, CXOXKel C CHHYCOBOM OpaaukKapAHeill U MOKET ObITh OLIMOOYHO
pacueHeHa Kak II0Ka3aHUWE K JJIEKTpoKapauocTumyisuuu. [IpexneBpeMeHHbIN
IPENCEPAHBIA UMITYJIbC, JOCTUTAIOIUI OJIHY M3 HOXEK ITydka ['mca B cOCTOSIHUU
pedpakTepHOCTH, NPUBOAUT K (HOPMUPOBAHMIO HIEKTPOKapaAUOTrpaduuecKon
KapTHUHBl a0EppPaHTHOTO TPOBEICHHUSI C COOTBETCTBYIOUIEH nedopmanueir u

pacmmpenreM komiuiekca QRS (puc. 2-b).

T R B RE i BTN
HHE

) [ R P 1
A ' MOHHTOPHOE OTBEAE

Puc.2. Ilpedceponvie sxcmpacucmoroi.
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A. 6roxupoBaHHas npeacepaHas 3kctpacucrona (I19), b. I1D ¢ aGeppaHTHBIM MpOBECHUEM Ha
Kenynouku (6J10Kama mpaBoi HOXKKH Imydka [ uca).

HXXD, conpoBoxnarouryrocss DKI' kapTuHOW abeppaHTHOrO MPOBEACHUS HA
KEITYyT0YKH, HE00XO0AMMO g depeHInpoBaTh Cc KEITy TOYKOBOU
DKCTpacucToinei. B 3TOM ciydae Ha HaIKEIyJOUYKOBBI TE€HE3 apUTMUHU
YKa3bIBaIOT CIEAYIOIINE TPU3HAKHA:

1) nanuuue 3yomoB P nepen skcrpacucronnueckumu komiuiekcamu QRS (B
TOM 4HcClie U3MeHeHue (OpMbl W/UIWM  aMIUTUTYJbl  MOPEIIIECTBYIOIIETO
skcTpacuctosiuu 3yona T cunycoBoro komiuiekca mpu HXKD no tuny P na T);

2)  BO3HMKHOBEHHME  HEIOJHOM  KOMIIECATOPHOM  may3bl  Hocie
DKCTPACUCTOJINH,

3) xapakTtepHblii «TUOUYHbIN» OKI'-BapuaHT Os0Kaabl IpaBO WM JIEBOU
HOXKkM mydka [mca (mpumep: HIKD, compoBoxpatomieiicss Oiokamod mpaBoit
HOXXKM Tydka ['mca, cBoiictBeHHa M-oOpa3nas ¢opma kommiekca QRS B

otBeneHuu V1 u orknonenune J0C cepaiia Bpaso).

1.1.5. J/leuenue

HXXD 00b14HO mpoTEeKaroT OECCUMOTOMHO WM MallocuMnToMHO. M3penka
NAlMeHThl MOTYT MPEeAbABIATh kKajloObl Ha cepileOueHue, nepedbou B padote
cepaua. CaMOCTOSITENIBHOIO KIMHUYECKOTO 3HAY€HHUsS 3T (OPMBI HapYIICHHM
pUTMa CcepJilla HE UMEIOT.

Manocumnromusie HXXD He TpeOyroT leueHUs 3a HUCKIIOYEHHUEM TeX
clly4aeB, KOTJa OHM SIBIIAIOTCS (PAKTOpOM BO3HMKHOBEHHUS PA3IMUYHBIX (HOpM
CYIPaBEHTPUKYJSIPHBIX TaXWKapAuil, a Takxke TpeneTaHus Wik (QUOPHILIAIIH
npeacepauii. Bo Bcex 3TuxX ciydasx BbIOOpP TAKTHUKHU JIEUEHUS OMPEEsieTcs
TUIIOM PETUCTPUPYEMBIX TAXUAPUTMHI (CM. COOTBETCTBYIOIIHME Pa3/IEIbl ITJ1aBhbl).

BrpisiBiieHME TONMMTONHOM MPEACEPAHOM OKCTPACUCTOIMUA C  BBICOKOM
BEPOSITHOCTBIO YKA3bIBAET HA HAJIMYUE CTPYKTYPHBIX M3MEHEHUH B MpEACEepIusX.
OTu GoJbHBIE TPEOYeT CrenraIbHOro 00CIeIOBaHMS 1)1 UCKIIIOUEHUS CepeUHOM

U JJETOYHOM ITaTOJIOTHH.
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B cnyuasx, xorma HXKD compoBokaaeTcsi BbIpaKEHHBIM CYOBEKTHUBHBIM
TUCKOM(pOPTOM, B KQUe€CTBE CUMIITOMATHYECKON Tepamuy BO3MOXKHO IMPUMEHEHHE

B-aﬂpeH06HOKaTOpOB (HpCI[HO‘ITI/ITCJ'ILHO Ha3Ha4YCHHC KapaANOCCICKTUBHBIX

IpernapaToB  IMPOJOHTMPOBAHHOIO  JNEHCTBUSA:  OMCONPOJION,  HEOMBHWIION,

METONPOJIOJI) WJIM Bepamamuia (JI03bl MpernapatoB ykasanbel B TaoOiu. 1). Ilpwu

wioxo  cyOwekTuBHOM mepeHocuMmoctd  HXKD  BO3MOXKHO  mpuMeHEHUue

CEaTHBHBIX CPEACTB (HACTOMKA BaJlepUaHbl, IYyCTHIPHHKA, HOBO-IIACCHUT) WJIU

TPAHKBHJIN3aTOPOB.

Tabauya 1. /lo3uposku anHmuapummudeckux npenapamos npu pe2yisapHom npueme Hympo

Kaacc MakcumaabHas
npenapata Ha3zBanue Cpennss Cpennss cyTouHA" 1032
N npenapara pa3oBas 103a (r) | cyro4yHas 103a (r) ()
XUHUIUH 02-04 08-1,2 2,0
LA [TpoxanHammu 05-1,0 20-40 6,0
Jluzonupamu g 0,1-0,2 0,4-0,8 1,2
AliManug 0,05 0,15-0,3 0,4
I-B MekcuineTny 0,1-0,2 0,6-0,8 1,2
Denurond 0,1 0,3-04 0,5
DTMO3UH 0,2 0,6-0,9 1,2
I-C OTanu3ug 0,05 0,15 0,3
[Tpomaderon 0,15 0,45-0,9 1,2
AnnanuHuH 0,025 0,075-0,125 0,3
[Tpompanomnon ** 0,01 -0,02 0,04 - 0,08 0,12
Artenonon ** 0,0125 - 0,025 0,075-10,15 0,25
1] Mertomnpomnomn ** 0,025 -0,05 0,1-0,2 0,3
buconposon ** 0,0025 - 0,005 0,005 -10,01 0,02
HeOuBanom ** 0,0025 - 0,005 0,005 0,01
0,6 B Teuenue 10— 1,2 B o
AMunonapox 0,2 15 nueit/ nanee ’
" 0,2.0.4 HACBIILEHUS
Hponenapon 0,4 0,8 0,8
Coranon 0,04 -0,16 0,16 - 0,32 0,64
IV Bepanamun 0,04 - 0,08 0,24 -0,32 0,48
Jluntrazem 0,06 -0,1 0,18-0,3 0,34
HexkinaccuguuupoBaHHbie npenaparbl
Cepaeunsl
e Jurokcun 0,125 - 0,25 mr 0,125 -0,75 mr &
TJIHKO3H/IbI
Iﬁ‘f;‘f;é‘;‘,’ WBaGpa 0,0025 — 0,005 0,005 - 0,01 0,15
Ilpumeyanus:

* — mo xknaccudukamuu E. Vaughan-Williams B mogudukaruu D. Harrison;
** — no3bl OeTa-0JI0KaTOPOB, HCIIOJIb3YeMbIe JUIs JICUCHHUS HapyIIEHHH pUTMa cepLa, 0ObIYHO
HIDKE TPUMEHSIEMBIX B TEPAITMH KOPOHAPHOW HEJJOCTATOYHOCTH M apTepHaIbHOM TMIIEPTOHHH;
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Kuacce MakcumajabHasa
Ha3zBanue Cpennss Cpeanss
npenapara CyTOYHAas 1032

% npenapara pa3oBasi 103a (r) | cyrouyHas x03a (r) ™)

3
— OIpeeIsieTcs Mo pe3yibTaTaM OLICHKH YPOBHS KOHIICHTPAILIMH MperapaTa B KpOBH;
CVY — cuHyCOBBIi y3e.

1.2. YckopeHHbBIE CYNIPABEHTPUKYJISIPHbIE PUTMbI

1.2.1. Dnudemuonozusn, Imuonocus, haxmopsl pucka

Yckopennsie cynpaBeHTpuKyisipHble puTt™Mbl (Y CBP) cpaBHUTENBHO penko
BBISIBJISIFOTCSL B KIIMHUYECKOM MPAKTHUKE, TaK KaK OOBIYHO HOCSAT OECCHUMIITOMHBIN
xapaktep. YCBP udaiie BcTpedaroTcs y JIMI] MOJIOJIOTO Bo3pacta 0€3 IMPU3HAKOB
3a0oneBanus cepaua. Hambonee vacroit npuunHoii YCBP siBnsiercs HapylieHue
XPOHOTPOITHOM PEryssiuu paboThl ceplla CO CTOPOHbI BEreTaTUBHON HEPBHOMN
cucteMbl. Bo3nukHoBeHntro YCBP Moxer cmnocoOcTBOBaTh — JUCHYHKIIMS
CUHYCOBOIO Yy3i1a. Y IIallMEHTOB, IPUHUMAIOIIMX CEPACYHbIC TJIMKO3MJBI,
Bo3HHMKHOBeHHe YCBP Moxer OBITh OJHUM W3 TMPOSBICHUN TIIMKO3UIHOU

HWHTOKCHKAIIUM.

1.2.2. Onpeodenenue u knaccuguxayus

TepMUHOM «yCKOPEHHBINA CYNPAaBEHTPUKYJISIPHBIA PUTM» 0003HAYaAIOT TPU U
0oJsiee mocienoBaTeNIbHBIX COKPAILEHUs cep/la, NPOTeKarluX ¢ 0ojiee BHICOKON
YacTOTOW, YEM HOPMAJIBHBIM CUHYCOBBIM PUTM, HO MPHU 3TOM HE MPEBBIIAIOMIEN
100 B MUHYTY, KOT/1a ICTOYHHK apUTMHH PACIIOJIAraeTCsl BHE CHHYCOBOIO y37a, HO
BBILIE PA3BETBIICHUM ITydka ['Mca, a UMEHHO: B IIPEACEPAUX, B YCThAX JIETOYHBIX .
MOJILIX BeH win B AB-coemqumuennn. B 3aBUCHMOCTHM OT JIOKAJIW3allUU
AKTONMHUYECKOTO ncTouHrka Y CBP pa3aenstor Ha 1Be rpynnsl:

1) yckopeHHbBI TIpeACEpAHBIM PUTM, K KOTOPOMY TaKXKe€ OTHOCST
YCKOPEHHbIE PUTMBI U3 BIAJAIOLIUX B IpeACepaAnsl JIETOUYHBIX/TIOJIBIX BEH;

2) yckopeHHble puTMBbI U3 AB-coeanHeHusl.
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1.2.3. Ilamozenes

[latorenernueckumu  Mexanmsmamu  YCBP  sBmsAOTCS ~ ycuiieHHE
HOPMAJIbHOTO ~ aBTOMatu3ma  (YCKOpEHHE  CIOHTAHHOW  JUACTOJIMYECKON
Jenoyispu3anuu, T.€. yKopoueHue 4-i ¢a3pr [IJ]I) wim BO3HUKHOBEHHE
MaTOJOTUYECKOT0 aBTOMATH3Ma B OTIEIBHBIX KapAUOMHUOIMTAX MpPEICcEepInid,
ONpENECNEHHBIX  MBIIICYHBIX ~ BOJIOKHAX  JIETOYHBIX/TIOJBIX ~ BEH  WJIH
CHeuaIu3upOBaHHBIX KieTkax AB-coenqunenus.
1.2.4. /luaznocmuka

JlnarHoctuka pas3nuuHbIXx BapuaHtoB YCBP mpoBomuTcss Ha OCHOBaHUU
anamuza OKI'. VYCKOpeHHBIM MNpencepIHbId pPUTM U PUTM U3 YCTHEB
JE€rOYHBIX/TIONBIX BEH XapaKTepu3yeTcs M3MEHEHHOHN KoHpurypamnueil 3youos P,
KOTOpBI€ TPEAIecTBYIOT 0ObuHBIM KoMIUIekcaM QRS. Ilpu yckopeHHOM puTMe
u3 AB-coenuHeHus 3yOubl P CHHYCOBOro NMpOMCXOXKIEHUS MOTYT COBHAAATh C
komriekcamu QRS, a 3yOusl P, Bo3HUMKawImme B pe3ylbTare peTporpagaHoin
aKTUBALIMM TpeAcepauid, ObiBatoT TpyAHO pasznuuumbl Ha OKI, Tak kak
HAKJIQJBIBAIOTCA Ha TMpeAlecTByomue komruiekcel QRS, kotopsle mpu 3TOM

UMEIOT 00bIUHY0 hopmy (puc. 3).

m e~ A AN A A

L N

Puc. 3. Ycxopennwiti pumm AB-coeounenus.

O6o3nauenus: OI'TIIT — BHIIOKa%I[I/IaJIBHaSI 3JIEKTpOrpaMMa IpaBoro mnpezacepaus. P 3yben
CHUHYCOBOT'O IIPOUCXOXKJEHHUs (0003HAUYEH IEpPBOMl CTPEIKOM) pEruCTpUpYyeTCs Mepen 2-M
komriekcoM QRS. B ocranbHBIX KOMIUIEKCaX IMpencepausi aKTUBHPYIOTCS PETPOTpanHo, 4YTO
nposiisiercss Ha OI'TII moreHmmanamu A, BO3ZHUKAIIIMMH C (PUKCHPOBAHHBIM HHTEPBAIOM
nocie kaxmoro komrmuiekca QRS. Ha napyxnoi DKI' mpusHaku peTprpaaHoro Bo30YyKICHUS
MpeCepaIUi B 3TUX OTBEICHUSX TPYIHO HACHTUPHUITUPYIOTCS (0003HAYCHBI CTPEIIKAMHU ).
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1.2.5. J/leuenue

VYCKOpeHHBIE  CYNpPAaBEHTPHUKYJIAPHBIE PUTMBI  OOBIYHO HE TPeOyIOT
ClEUHAIBHOTO JedyeHus. [lpu IATENbHBIX, CHUMOTOMATUYECKHX 3MU30JaX
APUTMHH MOXET OBITh PEKOMEHJOBAHO TIPUMEHEHHE [-aapeHO0I0KATOPOB
(cmemyet oTaaBaTh MPEANOUYTEHNUE KapIMOCEIEKTUBHBIM MIpenapaTaM JAJIUTEIbHOTO
JEUCTBUSL: oucorpoJIoy, HEOUBUIIONY U METOMPOIIONY) W
HErWIPONEPHUIMHOBBIM AHTAarOHUCTAM KaJlbLMsl (BEpamaMuwiy M JIHITHA3EMY).
Jo3bl mpenapaToB ykazaHbl B Tabn. 1. B caydasx mioxoil cyOBbEeKTHBHOM
nepeHocumoctd Y CBP BO3MOXHO NpPHMEHEHHE CENaTUBHBIX CPEICTB (HACTOMKa
BAJICPUAHBI, ITyCTHIPHUKA, HOBO-IIACCUT, IIPENapaThl U3 IPYIIIbI TPAHKBAJIN3aTOPOB
u ap.).
[Ipn Hea((PEeKTUBHOCTH JIEKaApCTBEHHOTO JeYEeHUS JUTUTETBHBIX
CUMIITOMAaTHYECKUX 3nu3040B YCBP BO3MOXHO TIpOBEACHUE KATETEPHOMU

a6HaHI/II/I HCTOYHHKA apUTMHUH.

1.3. Haamxeny10uUKOBbIE TAXMKAPIUHU

[Tox TepmuHOM «HaKETyJ0uUKOBBIe Taxukapaun» (HXKT) nonumarot tpu u
OoJee MoCienoBaTEIbHBIX COKpAIEHUsI cep/ia ¢ yactoToi Beime 100 B MUHYTY
IpU YCJIOBUU Yy4yacTUs B MEXaHM3MaxX BO3HMKHOBEHHUS M CaMOCTOSATEIbHOTO
HOJIIepKAaHUST ApUTMHH KJIIETOK CHHYCOBOIO Yy3J1a, MUOKapja Mpeicepauil u/wim
AB-coenuHeHusl.

K HaKxey10uKOBBIM OTHOCST CIIEIYIOIINE TAXUKAPIUU:

® CHHYCOBAas TaxXMKapaus,

® CHHO-aTpUalibHas PEUUIPOKHAS TaXUKapIns,

® [pejicepHas TaxuKapAus (B TOM YUCIE TpeNneTaHue npecepamii),

e AB-y3noBas penuInpokHas TaXuKapaus,

® TaxuKapAuU TMpPU  CHUHIPOMAX  MpeaBO30YXKIECHUS:  OPTOAPOMHAs
pEeLMIpPOKHAs TaXUKapAus U aHTUAPOMHAs pELUITPOKHAS TaXUKapAHs,

o (pubpwLIALIMSA TPEACEPIUA.
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Oco0oit knuanueckoit ¢opmoit HXT sBnsercs coueranue TpeneTaHUs
u/unu  GUOPWIUTIIIMN TIPEACEPAUA C HAIWYHMEM CHHAPOMA TMPEIBO30YKICHUSI

YKEITYJJOUYKOB, YTO OMKMCAHO B OTJIETLHOM pa3jielie TJIaBbl (CM. HIKE).
1.3.1. Cunycosaa maxukapous

1.3.1.1. Dnuoemuonozus, smuonocus, paxkmopsi pucka

CunycoBas Taxukapaus sBiserca (QopmMoil (U3HOJOTUYECKON peakiuu
opraHu3Ma Ha (pU3UYECKre U IMOIMOHAILHBIC HATPY3KH, HE SBIISCTCS MMATOJIOTHCH,
PETUCTPUPYETCS Y 30POBBIX JIFOJIEH BHE 3aBUCUMOCTH OT BO3pacTa U 1oJa.

B kIMHUYECKUX YCIOBUSX CUHYCOBAsi TAXUKAPAUS MOXKET ObITh CUMIITOMOM
W/WJIA  KOMIICHCATOPHBIM MEXaHU3MOM TMPU LEJIOM PsSAe MNaTOJOTHYECKUX
COCTOSIHUM:  JIMXOPAJKE, THUIIOIJIMKEMHUM, IIOKE, TUIOTOHUU, THIIOKCHH,
TUIIOBOJIEMUU, AHEMUH, TIPU JIETPEHUPOBAHHOCTH, KaXEKCUH, MH(DAPKTE MUOKapa,
AMOOJIUY JIETOYHON apTepUH, HEIOCTATOUHOCTH KPOBOOOPAIIEHNUS, TUIIEPTUPEO3E,
dbeoxpomanuTomMe, TPEBOKHBIX COCTOSHUSIX U Jp. CMHYCOBasl TaXUKap/IUs MOKET
OBITH TAKXKE CIPOBOIMPOBAHA MPUEMOM AJIKOTOJIs1, Kode U yas, "IHepreTuyeckux”
HAallUTKOB, [PUMEHEHUEM  CHUMIATOMHUMETHUYECKHUX UM  XOJUMHOJUTHUYECKHUX
JIEKAPCTBEHHBIX  CPEJICTB, HEKOTOPBIX ICUXOTPOMHBIX, TOPMOHAIBHBIX W
TUIIOTEH3UBHBIX NIPENAapaToB, a TaKKe BO3JCHCTBUEM TOKCHYECKHUX BELIECTB.
Onu304bl CTOMKON CMHYCOBOM TaXWUKApJIWUA MOTYT PETUCTPUPOBATHCS B TECUEHUE
HECKOJBKMX CYTOK M JaXe HelIelb Ioclie Mpoleaypbl KaTeTepHou /
WHTPAOIECPAIMOHHON abnaluu B TMPEACEPAUSIX U IKEITyJI0YKOB BCIEIACTBUE
MOBPEXKICHNS BET€TaTUBHBIX TAHTJIMOHAPHBIX CIUIETEHUN Ceplla.

Croiikas OecnpuuMHHAs CHHYCOBasi TaXWKapAus WIM T.H. XpOHHUYECKas
HEAJICKBAaTHASl CHUHYCOBAasl TaxXWUKapAus BCTPEUYAECTCS PEIKO, MPEUMYIIECTBEHHO Y

JKEHIIUH.

1.3.1.2. Onpeoenenue u knaccugurxayus
CuHycoBasi TaXWKapAus OMPEACIIIeTCS KaK CHHYCOBBIH PHUTM C YacCTOTOM

oosee 100 B MUHYTY.
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XpoHnuueckoii HeadeKeamHou CUHYCO60U maxukapouei VMEHYETCs
CTOMKAasi CHHYCOBasl TaXUKapJus B MOKOE M WJIM HEaJeKBAaTHO OOJIBLIONW MPUPOCT
YCC mnpu MUHUMANbHBIX (PU3NYECKUX M SMOLMOHAIBHBIX HAarpy3kax Ipu

OTCYTCTBHUH BUAUMBIX IIPUYKUH 3TOI'O ABJICHUA.

1.3.1.3. [lamozenes
B ocHOBe CHHYCOBOW TaxwKapAuu JIKHUT YCHIEHUE HOPMAJIbHOIO
aBTomatusMa (ykopouenue 4-ii ¢aspr I1]1) meiicMeiikepHBIX KIETOK CHHYCOBOTO
y37a, 4alle BCEro BCJIEACTBUE OTHOCUTENIBHOIO YBEIMYECHHS CHUMIIATUYECKUX U
YMEHBIICHUSI BAaryCHbIX BIMSHUM Ha cepaue. Pexe NpUYMHON CHHYCOBOU
TaxXUKapAUU MOTYT SIBISATHCA CTPYKTYPHBIE, B T.4. BOCHAJIUTEIbHBIE U3MEHEHUS B
MHUOKapE, OKPYKAIOIIEH 30HY NEHCMEKEPHON aKTUBHOCTH IIPABOTO IIPEACEPAUS.
XpoHHMUECKas HEAJCKBATHAs CHHYCOBas TaxUKapAWs MOXET ObITh
CJIEICTBUEM NEPBUYHOIO MOPAXKEHUS NMEHCMEUKEPHBIX KJIETOK CHHYCOBOIO Y3JIa

HJIM HAPYHICHUCM CI'0 pCTYJBIINHUN CO CTOPOHLBI BEreTaTUBHOMU HCpBHOﬁ CHUCTCMBEI.

1.3.1.4. Jluacnocmuxa

JInarHo3 CMHYCOBOW TaxXxWKapJIuW CTABUTCS HA OCHOBAHUM BBISBIICHHS IIO
OKI' yckopennoro (Oonee 100 B MUHYTY) cCepA€YHOrO pUTMa MPU OTCYTCTBUHU
KaKUX-IMOO M3MEHEHUN CO CTOPOHBI PEryJISPHOCTH U KOHPUTyparuu 3yoios P u
komIuiekcoB QRS. XapakTepHbIM NPU3HAKOM CHUHYCOBOM TaXWKapAWU SIBJISIOTCS
JJAaHHbIE aHaMHe3a WM MOHMTOpupoBaHus OKI', yka3bIBarompe Ha MOCTENEHHOE
HapacTaHUE W CHWKEHUE YacCTOTHI ecTb €€

CEpPACYHOr0 pUTMA, TO

HETapOKCU3MaJIbHBIN Xapaktep (Tadi. 2).

Tabnuya 2. JQuppepenyuanvhas ouaznocmura Had*cery0ouKko8blx maxukapou

Bua taxuapurmuu P 3y0en CooTHomenne KoMmiexcsl Apyrue
unrepB. PR/RP QRS MPU3HAKH
CunycoBas WUnentnuen P PR<RP HopmansHoit Iloctenennoe
TaXUKapIus 3yoIry KOH(UTYypalu, HAvaJIo u
CHHYCOBOTO peryJsipHbIe OKOHYaHUE
pUTMa APUTMHH
CuHo-aTpuanbpHas Wnentnuen P PR<RP HopmansHoit Buesannoe
peLMIIPOKHAs 3yOLy KoH(purypanum, HayaJo u
TaxUKapIus CHHYCOBOI'O peryJssipHbIe IpeKpalieHme
pUT™Ma MIPHUCTYIIOB
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Bunx raxmapurvMun P 3y0en CooTHomenne Komnuekcesl Hdpyrune
uureps. PR/RP QRS NPU3HAKH
IIpencepanas Moxer mensTeest, | HopmanbHoi YBenuueHue
TaxUKapIus Otnuuen ot P 3aBUCHT OT KOH(UTypaLu, KpatHocTH AB-
3yoOra crerenn AB PETyISIPHOCTH TIPOBEACHUS
CHHYCOBOT'O 3a0EPKKI 3aBHUCHUT OT 1ocye B/B
puT™Ma KpaTHOCcTH AB- BBeneHus ATO
MPOBEICHUS WJIM 30N THHA
ABVYPT:
1) Ttummunas (slow- - 00BIYHO HE PR>RP, Perynspusie, Hauano
fast), BUHBI VA<70 mc HOpMaJbHOR ApPUTMHH CO
KOH(GUrypauum, «CKa4yKay
gacTo B oTB. V1 o | uaTepBana PR
TUMy rSr’
2) arunuynas (fast- - oTp. P B OTB. PR<RP Perynspusie,
slow), I, 11, aVF HOPMaJIbHOM -
- oTp. P B OTB. KOH(pUTYpanun
3) arunwmunas (slow- | 11111, aVF PR=RP Hauano
slow) ApUTMHUH CO
«CKa4yKay
uHTepBana PR
Taxukapauu npu IIpusnaku
CHUHIpOMax IpeIBO30YKICH
peaBo30yKACHUS: 1Sl JKEITy0UYKOB
1) ITOPT (1. Kenra) -otp. PBotB I, | PR>RP, RP>70 ™mc | - Perynspnsie, o OKI Ha
I, avVF HOpMaJTbHOH CHHYCOBOM
KOH(pUTYpanun put™me (Tipu
2) [IAPT (m.KenTa) -otp. PBoOTB II, MaHH(DECTHPYIO
I, aVF PR<<RP -Pacumpen o ieM Iydke
THUITYy MakKc. Kenra). Dddext
3) [TAPT (1. -otp. PBoTB I, MPEIBO30YKICHUS | «KOHLIEPTUHOY
Maxaiima) I, aVF JKEIYI0UYKOB IIPH JIATEHTHBIX
PR<RP - Pacmmmpen mo n.Kenra u
tuny BJIHIIT ¢ n.Maxaiima npu
OTKJIOHEHHEM NPOBEJICHUH
90C BneBo «BaryCHBIX»
po0, yacToi
CTHMYJISIIIH
npeJcepau.
Tpeneranue Moxet
peacepaui: He nmeer HopmansHoit IIPOTEKaTh KakK C
1) TunmuHOe, YacTelid | - OTp. BONHBI F B | AuarHoctudeckoro | KoH(pUTypaum, OJIMHAKOBOI,
BapHaHT «IIPOTUB ots. Il, Ill, aVF | 3Hauenus PEryJIsIpHOCTh TaK U C
YaCOBOM CTPEIKH», 3aBHUCHUT OT pa3nu4yHOi
2) TUNHUYHOE, PEIKUN | - TIOJOXKHUT. KpatHOCTH AB- KPaTHOCTBIO
BapHaHT «I10 4aCOBOM | BOJHHI F B OTB. MIPOBEACHUS AB-
CTpPEJIKE» I, Il uaVF MPOBEICHHUS.
3) aTtumudHOE - BOJTHOOOpa3- YBenuueHue
Has npeacep- KpaTHOCTH AB-
Hasi aKTUBH-OCTh NPOBEICHUS
nocie B/B

BBeaeHusa ATD
WJIM U3OIITHHA.
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Bunx raxmapurvMun P 3y0en CooTHomenne Komnuekcesl Hdpyrune
uureps. PR/RP QRS NPU3HAKH
OUOPHUILITSIIISL - HeperyJsip- He umeer HopmanbHoi Bceerna
npencepauit HbIe BOJHBI T JUAarHOCTHYECKOTO | KOH(PHUTYpaluH, MIPOTEKAET C
pa3IMIHOM 3HAYEHUSA a0COJIIOTHO pazIMuHON
Mopdororun HEeperyJIsipHbIe KpPaTHOCTBIO
AB-nipoBenenust

Obosznauenusi kK mabauye:

ABYPT — aTpuoBeHTpUKYIsIpHas y3ioBas peuumpokHas taxukapaus, [IOPT — mapokcn3ManbHas OpTOAPOMHAs
permmnpokHas tTaxukapaus, [IAPT — mapokcu3mansHas aHTHAPOMHAS penunpokHas taxukapaus, BJIHIIT — 6mokana
neBoit HOXkH Iyuka ['uca, 30C — anekTpuueckast ocb Cepla.

1.3.1.5. Jugpghepenyuanvnas ouacnocmuka

CHUHYCOBYIO TaxMKapAui Heo0xoaumMo nuddepeHnupoBath ¢ CHHO-
atpuanbHoil perunpokHoi Taxukapauein (CAPT). B otnuuue ot CAPT cunycoBoi
TaxUKapAUU HE CBOMCTBEHHBI MPUCTYNOOOpa3HbI XapakTep TEYEHUs C
BHE3alHbIM HAYaJiOM M OKOHYAaHUEM apUTMUU (CM. TaKXKE€ COOTBETCTBYIONIUU
pasJien raaBbl).

WNHorna mpu CUHYCOBOM TaxuKapJuu C BhICOKOW yacToToi (6omee 150 B
MUHYTY) 3yOubl P MoryT HaknagsiBaroTcsi Ha 3yOubl T mpeamecTBYOMUX
KOMITJIEKCOB U ObITh HE BUJIHBI Ha cTaHAapTHON DKI'. B aTOM ciiydae HeoOx01umMo
npoBesieHne nuddepeHInaIbHOTO AUarHo3a CUHYCOBOM TaxXUKapAWHU C APYTUMU
perymsipasiMu HXKT (mpexne Bcero, npeacepanoii, AB-y310Boil 1 OpTOIPOMHON
PEIUMIIPOKHON  Taxukapausamu). Jlas yTOUHEHHs] JMarHo3a pPEeKOMEHIYeTCs
MPOBEJIEHUE T.H. «BarycHbIX» npo0 (BanbcanbBa, Maccak KapOTUIHBIX CHHYCOB,

AnrHepa), a TakKe 3alrCh YPECIUIIEBOAHOM IEKTPOrpaMMbl MPEACEPAUH.

1.3.1.6. Jleuenue

CunycoBasg Taxukapaus OObIYHO HE TpeOyeT creuu(puueckoro JeueHHUs.
JleyeHue NOKHO OBITH HANPABIIEHO HA yCTpaHEHHE MPUUYMHBI aPUTMHHU, YTO, KaK
paBuJIO, NPUBOJUT K BOCCTAHOBIIEHUIO HOPMAJIBHON YaCTOThl CHHYCOBOTO PUTMa
(0TKa3 OT KypeHus, MpuémMa ajaKorossi, ynoTpeOaeHus: Kpenkoro yas, kode, oTMeHa
CUMIIATOMUMETHKOB, NPU HEOOXOAMMOCTH, KOPPEKLHUs TUIOBOJEMHUH, JICUCHHE
JUXOpaJKu U T.1.). B Tex ciydasx, Korja CUHycOBasl TaxuKapAusi MPOBOLUPYET
OPUCTYNBl  CTEHOKApAWW  HAIpPSDKEHUS, CIIOCOOCTBYET  MPOTPECCHPOBAHUIO

HEOOCTAaTOYHOCTHU KpOBOO6paH.I€HI/I}I NI IMPpUBOAUT K BBIPAXKCHHOMY
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CyOBEKTUBHOMY AUCKOM(MOPTY, PEKOMEHIYETCS CUMITOMaTHYecKas Tepanus [-
aapeHoOMokaropaMu  (CleayeT  OTAaBaTh  MPEANOYTEHHE  MPUMEHEHUIO
KapJIMOCENIEKTUBHBIX ~ MpenaparoB  JUIUTEILHOTO  JCUCTBUS:  HEBHUOWJIOJN,
OMCOMPOIIOA, METOMPOJION), HEAUTHAPOIUPUANHOBBIMU AHTATOHUCTAMU KaJbIUs
(Bepamamuii, OuATHAa3eM), MBAOpaAMHOM WM JIMTOKCUHOM (J103bl IpenapaToB
ykazaHbl B Ta01. 1). B peakux ciaydasx mpu BBICOKO CHMITOMATHYHOW CHHYCOBOM
TaXUKapJIuu, PE3UCTEHTHOW K JIEKAPCTBEHHOW Tepamuu, IeIecoo0pa3Ho
npoBeieHHe  OOJMBHBIM  PaJMOYaCTOTHOM  KaTeTepHOW  abmanuu (WU
MOAU(PUKALIMH ) CUHYCOBOTO y371a c ITOCTaHOBKOM ITOCTOSTHHOT'O

AIEKTPOKAPIUOCTUMYJIIATOPA.

1.3.2. Cunoampuanvnasn peyunpokHas maxuKkapous

1.3.2.1. Dnuoemuonozus

CunoarpuanbHas peuunpoknas taxukapaus (CAPT) — onna u3 naunbonee
peaxkux  GopM  CympaBEeHTPUKYJSIpHBIX  Taxukapauii  (oxono 1-3 %
peructpupyembix HIKT), BcTpeuaercs B mob6om Bospacte. CAPT wame, uem
npyrue HXKT BwisiBIsieTCs y TMAlMEHTOB € HAJIWYUMEM 3a00JE€BaHUN CepeyHO-

cocyauctoit cuctembl (MbC, runepronnueckas 001€3Hb, KAPJUOMHUOINIATAN U AP.).

1.3.2.2. Onpeoenenue

CAPT mpencraBisier co0oil MapoKCU3MANIbHYIO (TIPHCTYIIOOOpa3HYIO)
HA/DKEIYJOYKOBYIO TaXHMKapJUi0, OCHOBHBIM IaTOICHETHYCCKUM MEXaHH3MOM
KOTOPOM SIBIISIETCSI TOBTOPHBIM BXOJ HUMMyJibca (re-entry), pealmsyromuics B

00JIaCTH CHUHYCOBOTO y3jJa W MPUMBIKAIOIMIEMY K HEMY MHOKAapJy IpaBoro

peIcepIus.

1.3.2.3. Ilamozenes
[IpucyrctBue B HazBanum CAPT cnoBa «penunpokHas», Kak U B JIPYTHX
CIy4dasiX, YKa3bplBaeT Ha TO, YTO IIATON€HETUYCCKUM MEXAHU3MOM apUTMUU

SIBIIIETCS] TIOBTOPHBIN BXOJ HMITYJIbca (re-entry).
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Bo3nukHOBEHHE CAPT 00yCJIOBIIEHO HAJIMYNEM CTPYKTYPHO-
GyHKIIMOHATBFHOM HEOJHOPOIHOCTH MPOBEICHUS UMITYJIbCOB B CHHYCOBOM Y3JI€ H

OKpPYyZKaromieM €ro MUOKapJIcC IIpaBoro npcacepam-.

1.3.2.4. Jluaecnocmuka, oughghepenyuanvhas ouacHocmura

Juarno3 CAPT craButcs Ha ocHoBanmm aHanu3a OKI' ¢ oOs3arenbHBIM
y4E€TOM XapakTepa BO3HUKHOBEHUS WM MPEKpAIICHUs APUTMHUH. AHAaTOMHYECKas
om3octe  ucrounuka CAPT  k  cuHycoBomMy  y3iy  jgenaer — e€
AIEKTPOKApIUOTpaQUUECKYt0 KAapTUHY HUJIEHTUYHOM CHUHYCOBOWM TaXUKap/IUU.
[IpuammnuansHoe otnuune CAPT 3akmroyaercss B OTYETIMBO NAPOKCU3MAIBHOM
TEUEHUM apUTMUU C BHE3AITHBIM HAYaJOM U CTOJIb € BHE3AITHBIM MpPEKpalieHueM
npuctynoB (cM. Tabm. 2). Jdpyrum otauunem CAPT OT CHMHYCOBOH TaxuKapIuu
ABJISIETC TO, YTO CIHOHTaHHBIE TMAPOKCU3MBl  BCErjJa  IMPOBOIUPYIOTCS
MPEACEPAHBIMU HKCTPACUCTOJIAMHU, a B YCIOBHUSAX DJICKTPOPUIUOIOTHIECKOTO
uccienoBanusi npuctynsl CAPT Moryt ObITh MHAYUHMPOBAaHBI M TNPEPBAHBI C
MIOMOIIBIO  ANEKTPOCTUMYJISILIMK  tipeacepauii  (puc. 4). Yacrora cepacdHbIX
cokpamenuii pu CAPT 00blYHO HUXKE, YeM TPHU JIPYTUX HAHKEITyJI0YKOBBIX

TaxyuKapAusaxX U 4daiie Bcero cocrasisieT 120-150 B muHyTy.
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Puc 4. Hnoykyusa u kynupoganue napoxcusma cunoampuanvrou maxuxapouu (CAPT) c
YCC=140 6 munymy npu nomowu 4acmou CmuMyasayuu npeocepouli.

O6o3nauenus: YIIDIT — upecnuiieBogHas 3JIEKTPOrpaMMa; KpacHBIMH CTpPEIKaMH OTMEUEHbBI
3youst P Bo Bpemss CAPT, unentuunsie no cBoeil popme 3youam P Ha cuHycOoBOM puUTMe.
BonbHble MOTYT MpeabsIBIATH KajloObl HA MPUCTYIbl PUTMUYHBIX CepILEOUEHHH, KOTOpble
0OBIYHO MPOTEKAIOT 0€3 MPU3HAKOB CYIIECTBEHHBIX T€MOJAMHAMUYECKUX PACCTPOICTB.

1.3.2.5. Jleuenue

IIpepate CAPT BO3MOXHO TMNpuU TOMOIIM  «BAaryCHbIX»  Mpoo,
YPECMUIIEBOJHON AJEKTPOCTUMYJSILIMU TIPEICEPIN, a TaKKe MOCPEACTBOM
BHYTPUBEHHOTO  BBefieHUs  ajaeHo3uHa (AT®), wu3onTuHa, >cMosona,

IPOIIPAHOJIOJIA WM TUTOKCHHA (03I IIperapaToB yKa3aHbl B Ta0I. 3).

Tabnuya 3. [o3uposku u cxemvl NpUMeHeHUs AHMUAPUMMUYECKUX NPEnapamos npu
BHYMPUBEHHOM 88€0€HUU.

penaparsr * Papmakosorueckas J03b1, cxembl **
rpymnmna
OHIOTCHHBIA HYKJICO3H]I, 3 Mr B TeueHHE 2 CeK., MPH HEOOXOIUMOCTH — MOBTOPHOE
Anenosun (AT®) arOHHUCT aJICHO3UHOBBIX BBEJICHHE Yepe3 2 MHUH. 6 MTI' B TEYCHHUE 2 CEK., IPU
PELENTOPOB YIBTPAKOPOTKOTO HEOOXOIUMOCTH — TIOBTOPHOE BBE/ICHUC Yepe3 2 MUH.
efcTBHS 12 mr B Teyenue 2 cex
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IIpenaparsr *

DapMaKoJIornyecKas
rpynma

Ho3b1, cxemMbl **

Awmuonapon

IIpenapar 111 knacca &

5 Mr/kr B Teuenne 15-20 muH.
Jlaee xamenpHOE BBEICHHE:
150 mr/10 muH., 3atem 360 mr/6 4., 540 mr/18 4.
[Tpu HEOOXOAMMOCTH B TMOCIEIYIOIINE CYTKU MPOAOIKAT
KaIenbHYI0 HHY3UIO CO CKOPOCThIO 0,5 MIr/MuH

BepHnakanant

IIpenapar 111 knacca &

Bomrocuoe BBenenue 3 mr/kr B reuenue 10 mun. [Ipn
HEOOXOIMMOCTH, Yepe3 15 MUH. — BBEACHHE BTOPOTO
Gomroca 2 mMr/kr B Teuenue 10 mun

Jurokcun

CepaeuHslil IUKO3U]

0,25-1 mr B/B cTpyHHO WIIH KaleJIbHO
(03y monOMpPaIOT MHANBHIYAIBHO)

Bepanamun

biokarop kanpuueBbIxX
KaHaJioB L-tuma

5-10 mr B TeyeHue 5 MUH

JInnokaun

[Ipenapar I-B knacca &

100-200 mr B TeyeHue 3—5 MuH., IpH HEOOXOTUMOCTH —
MOCJIEIYIONIee KaleIbHOS BBEICHHUE 2 MI/MUH

Marsus cynbdar

WHrubutop BEICBOOOKICHUS
KallbLUs U3
CapKOILIa3MaTHIECKOTO
peTUKYITyMa

2—4 T meanenHo, o kouTposeM AJl. [Ipu otcyTcTBUI
THIIOTOHHH, TPH HEOOXOIUMOCTH /1032 MOXKET OBITH
yBenmueHa 1o 6-10 T

Hubenran ***

IIpenapar 11 knacca &

0,125 mr/xr B Teuenne 3-5 mun. [Ipn HEoOXoAMMOCTH
MOBTOPHOE BBEJCHHE Yepe3 15 MUH. (eciau AMUTebHOCTh
QT me mpessimraeT 500 mc)

Hudepnmmn ***

IIpenapar 11 knacca &

10 mkr/kT B TeueHue 5 muH. [Ipr HE0OX0AUMOCTH,
TIOBTOPHBIC BBEICHUS U UHTEpBaJIoM 15 MuH. (eciun
mmrtensHocTh QT He mpeBbimaet 500 Mc) o
KYIHPOBAHUS WK IO CyMMapHO# 10361 30 MKT/KT

[Ipokannamung

Ipenapar I-A xnacca &

500-1000 mr B Teuenue 15-20 mun nox kouTpoaem A/l

[Mponadenon

Ipenapar I-C xracca &

2 MI/KT B TeyeHue 15 Mu"

IIponpanonon

B-axpenob0KaTOP
KOpPOTKOTO AEHCTBUSA

0,1 mr/kr B Teuenue 10—15 mun o kouTpoaem AJl

Cotajon

[Ipenapar 111 xnacca & B-
a/IpeHO0JIOKATOP

20-120 mr B Teuenue 20 muH o koHTposieM AJl. [pu
HE00XOAMMOCTH — MOBTOPHOE BBEJCHHE Yepe3 6 4acoB

DcMOJ101

B-aapenob0KaTOP
YIbTPAKOPOTKOIO IEUCTBUS

B/B ur(y3m0HHO 0,5 MI/KT B TeueHne | MuH (Harpy3ouHas
no3a), 3ateM 1o 0,05 MI/Kr/MUH B TeYCHUE 5 MUH;
NPHU OTCYTCTBUH (B PeKTa KaKAble 5 MUH TIOBTOPSIOT
Harpy304HYO 103y, a HOAJCPKUBAIOLIYIO 103y
yBenuunBaroT Ha 0,05 Mr/kr/MuH

Ipumeuanus:

* — TIpenapaThl CHCTEMAaTU3UPOBAHEI B aJI()aBUTHOM MOPSIKE
** — BpeneHue npenapaToB JOJDKHO IPOBOAMUTECS 1Mo KoHTpoaem DKI'

**

* — HubeHTaH u HI/I(l)epI/II[I/IJ'I JAOJIKHBI IIPUMEHATHCA TOJIBKO B YCJIOBUAX IMAJIAThI WHTCHCHBHOM Tepamnunu ¢

MOCIIETYIOLIMM Ha0II0IeHEM OOJIbHBIX B TeUeHHe 24 4acoB
& _ no wiaccudukarmu E. Vaughan-Williams B moaudukamuu D. Harrison

C uenbro

npopUIaKTUKA

CHUMIITOMAaTHYCCKUX

AMU30/I0B  apUTMHUU

11eJIeCO00pa3HO MPUMEHEHHE [-aapeHO0I0KaTOPOB, BepanamMuia WIA JTATOKCHHA
(mo3pl TpemapaToB ykasaHbl B Ta0a. 1). Ilpm orcyrctBum 3ddekra ITHX

npenaparoB PCKOMCHAYCETCA HCIIOJIb30BAHUC AHTHAPUTMHYCCKHUX IIPCIIapaToB I
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Kkiacca (mponadeHoHa, aJUTalIMHWHA, dTAIlM3WHA U JIP., J03bI PENapaToB YKa3aHbI
B TaOI. 1).

[Ipu HEe3(hHEKTUBHOCTH JIEKAPCTBEHHOW MPOQPHIAKTHUCCKOW Tepanuu
BO3MOXKHO TIPOBEJACHHE KaTeTEpPHOH aOjamwu HWCTOYHHMKA aputmuu. Cremayer
YYUTHIBATh, YTO HAHECEHUE TEPMHUYCCKOIO TOBPEXKICHHS B HEIOCPEICTBCHHOM
OJMM30CTH OT CHHYCOBOTO Yy3Ja COMNPSHKCHO C PHCKOM Ppa3BUTHUS OCTPBIX U

OTCPOYCHHBIX MPOSIBIICHUHN €T0 NUCHYHKINH.

1.3.3. Ilpeoceponvie maxuxapouu

1.3.3.1. Dnuoemuonoaus, smuono2us, hakmopul pucka

[Ipencepannie Taxukapauu (IIT) cocransior okono 10-15% Bcex ciiydyaen
HXT. K Bosuuk"oBenuto IIT mnpeapacnonaraior pasnuyHbie 3a00JI€BaHUS
CEPICYHO-COCYAUCTON cUCTeMbl (TuneproHuueckas Oose3nb, UBC, muoxapaur,
MOPOKH cepala W Jp.), a TaKKe HAIWYUE XPOHUYECKUX OpPOHXO-JIEMOYHBIX
3a0oeBaHui. B KIMHUYECKON MPAKTUKE HEPEIKO PETUCTPUPYIOTCS SITPOTCHHBIC
[IT, npuyMHON  MOSABJIEHUS KOTOPBIX SBJISIOTCS XUPYPrHUYECKUE/KATETEPHBIE
omepalMu  Ha mnpeacepausx. M3BecTHo, 4YTo BO3HMKHOBeHHIO [IT wmoryrt
CrIocOOCTBOBATh AJIKOTOJIbHAS W HAPKOTHYECKass WHTOKCUKAILMS, YHIAOKPUHHBIE
3a0o0seBaHusl (TUPEOTOKCHKO3, (heoxpoManuromMa W Jp.), a TakkKe H30BITOYHAs
Macca Tella, arHod CHA, HapYyLIICHUS 3JIEKTPOJMTHOTO M KHUCIOTHO-OCHOBHOIO
cocTaBoB KpoBU. MHorogokycHas IIT yaiie Bcero peructpupyercs y OOJIbHBIX
“XpOHUYECKUM JIETOYHBIM cepiieM’ Ha (oHE UIMTEIbHO MEPCUCTHPYIOMUX
OpOHXO0-JIETOYHBIX 3a00JieBaHUM, HO TaKXe MOXET OCJIOXKHATh TEUYCHUE
XPOHUYECKOM HEAOCTATOYHOCTU KPOBOOOpAILEHHUSI, OCTPOro MH(papKTa MHOKap/a,
OBITh CJIEACTBHEM JIUTUTAJIMCHOW WHTOKCHKAIMM W JPYTUX TOKCHYECKUX

BO3/JICCTBUI Ha CEPILIE.

1.3.3.2. Onpeoenenue u knaccugurxayus

[IpencepaHol TaxWKapAWEeW HWMEHYIOT HAJDKEIYAOYKOBYK) TAaXUKAPJIHIO,
APUTMOTEHHBIM HMCTOYHUK/MCTOYHUKUA KOTOPOM JIOKAIM3yeTcsi B MHUOKape
MpeICEPINi.
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IIpencepanbie Taxukapauu (IIT) pasmendaioT Ha Tak Ha3bIBaeMble
«poxycusbie» IIT, nmpoucxonsamme n3 OrpaHUIEHHOrO y4acTKa IMPEACEPANM, U TaK
Ha3blBaeMble «Makpo-re-entry» IIT, oOyclioBieHHbIE IUPKYJIALMEH BOJIH
BO30YXXJIEHHSI B TMPEACEPAUSIX BOKPYI KPYHHBIX aHAaTOMUYECKHUX CTPYKTYP.
[locnennue Takke MMEHYIOTCA TpeleTaHUEeM MpeacepaAuii U OyayT ONMUCaHbl B
COOTBETCTBYIOIIEM Pa3/IEJI€ TJIABBI.

B 3aBUCMMOCTH OT KOJMYECTBA APUTMOTCHHBIX YYAaCTKOB B IPEACEPAUAX
(boKyCHBIE TaxWKapAuM pPa3feisitoT Ha MoHogokychvlie TIT (enuHCTBEHHbBIN
HUCTOYHUK apUTMUK) U MHO20(hoKychvle IIT (3 u Gojiee apuUTMOTEHHBIX 30H B
MuoKapae npexacepauii). bonbmuacTBO (0K070 70%) dokycubix [T nmpoucxoast
U3 TPaBOro Npeicepiusi, dYalle BCEro U3 00JacTH MOTPaHUYHOTO TpelHs,
MEXIIPENCEPAHON MEPEropoJIKK, 00JIACTH KOJbLA TPUKYCIHUAAIBLHOTO KianaHa U
YCThsl KOPOHApHOro cuHyca. HeCKOJIbKO pexke BCTpedaeTcsl JEBONPEICEpPAHBIC
jokanu3anuu uctouyHukoB [T, cpeam KOTOpHIX MpeoOiafgaroT TaXWUKapIuu U3

JIETOYHBIX BEH.

1.3.3.3. Ilamozenes

B ocnoBe Bo3HukHOBeHMs [IT Moryr mexars pa3nuyHble CTPYKTYpPHO-
(GyHKIMOHAJIbHBIE M3MEHEHMs NpeacepaHoro Muokapnaa. Haumbornee uacThiM
natopuznoigorudyeckumM  MexanusmoM IIT  sBisieTcss  «IOBTOPHBIA  BXOJ
BO30Yx1eHus» (re-entry). Pexxe maroreHeTnueckuMu mexanuzmamu [T sBustoTcs

aHOMaJIbHbIN aBTOMAaTHU3M WU TPUITCPHAA AKTUBHOCTD.

1.3.3.4. Jluacnocmuxa

Huarno3 IIT craButcs Ha ocHoBanuu aHanuza OKI'. Ilpu dokycueix TIT
3yo11el P mpenmectBytor komrmiekcam QRS, HO Becerna otnuvarotces mo Gopme ot
CHUHYCOBBIX, OTpakas U3MCHEHHYIO ITOCJICA0BATEIbHOCTh AKTUBAIIMH TTPEACEPIUH.
Omnenka mopdomnoruu 3y61oB P B 12 orBenenusix IKI' Bo Bpems IIT mo3BomsieT
OTIPEJICITUTH MPEMOJIOKUTEIBHYIO JIOKATHU3AINI0 «aPUTMOTEHHOT0» MCTOYHUKA B
Muokapae mnpeacepauii. [lomoxutensHbie 3yOoubl P B orBenenusx Il, 11l u avF

YKa3bIBAlOT Ha BepxHempenacepaHyio (Ommxke K CHHYCOBOMY y3i1y), a
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OTpHIIATENbHbIE — HA HIDKHETIPEACEPAHYIO (OKe K KOpOHApHOMY CUHYCY U AB-
COEJIMHEHHUIO) JIOKAJIM3ALMIO UCTOYHUKOB apuUTMHUU. [1os10KUTENbHAST TIOISAPHOCTD
3yo1oB P B oTBegeHusix | u avL mo3BossieT mpesmnoiaraTh paBoNpeCcepAHyIO, a
oTpUIlaTeIbHAsT — JIEBOIPEACEpAHYI0 Tomorpaduio apurmoreHHor 30HBI [IT.
Taxke Ha nokanmu3aunro uctouHuka I[IT B neBomM mnpencepauy yKasblBarOT
NoJIOKUTENbHbIE, M-00pa3Hbie BosiHbI P B oTBegeHnn V1.

YactoTta putma npeacepauii Bo Bpemsi IIT oObryno coctaBisier 150-200 B
MUHYTY, B CBSI3M C 4YeMm 3yOubl P Hepenko HakiangpiBaioTcs Ha 3yOunl T
MPEAIIECTBYIOIIMNX KOMIUIEKCOB, UTO MOXKET 3aTpyJIHATh UX BbIsiBIeHUE Ha OKI.
WNurtepBan PQ MoxkeT ObITh yAJMHEH O CPAaBHEHHIO C CHHYCOBBIM PUTMOM,
BCJICJCTBUE BO3HUKHOBEHMS YaCTOTHO-3aBUCUMOM  3aJ€pXKKH MPOBEICHUS
uMITyJbcoB B AB-coennnenun. [lpu coxpanenun xpatnoctn AB-nposenenns 1:1
PUTM JKEITYJIOYKOB COOTBETCTBYET PUTMY Ipeacepauid. B Tex ciywasx, kornaa
yactota [IT mpeBbllaeT ypoBeHb Tak Ha3biBaeMou “Touku BenkebOaxa” AB-y3na
(MUHUMAaJIBHOM 4aCTOThI MPECEPAHON MUMITYJIbCAIlMU, TIPU KOTOPOM HapylllaeTcs
AB-tipoBefieHne Ha Kedynodku 1:1), 3Ta KpaTHOCTb MOMKET H3MEHSThCA.
N3menenue kpatHocth AB-mpoBeneHuss HaOmoAaeTcss W NPU  NPOBEICHUU
JUArHOCTMYECKUX  JIKAPCTBEHHBIX NPoO0 C  BHYTPUBEHHBIM  BBEACHHUEM
[IPENaparoB, YTHETAIOIINUX IPEACEPAHO-KETYIOUKOBOE IPOBEAEHUE, HAIpPHUMEP
AT (puc. 5).

IIpeacTraBieHHbIE XAPAKTEPUCTUKKM OTHOCATCA K TaK Ha3bIBaEMbIM
MoHOpokycHbIM IIT. Penkoit ¢dopmoii mpeacepaHbIX TaxXxUKaApAUM SIBISIETCS
MHo20poKychaa uau xaomuyeckas IIT. OnHa BO3HUKAeT BCIEACTBUE
OJTHOBPEMEHHOTO WJIM TOCJIEeI0BAaTEIIbHOTO (PYHKIIMOHUPOBAHUS B MPEACEPIUIX
HECKOJIbKHUX (HE MEHee 3-X) apUTMOTE€HHBIX (POKYCOB. DIEKTPOKAPAUOrpAPUIECKU
3TO MpOosBIseTCs 3yOnamMu P, BO3HUKAIOIIMMU C HENPEPHIBHO MEHSIOLIEHCS
yactotoil (or 100 go 250 B MHH.), TOCTOSISHHO W3MEHSIOIIUMHU CBOIO
KoH(purypanuo (He MeHee 3 pa3IuYHbIX MOP(OJIOTHUECKUX BapUAHTOB 3yO110B P),

OTACJICHHBIMU APYT OT ApPpyra OTPC3KaMH N30JIMHUM.
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Puc. 5. Monoghoxycnas IIT ¢ paznuunoii kpamuocmoio AB-nposedenus. Ilpoba c 6/6 66edenuem
AT®.

O6o3nauenusi: DITIII — snexkTporpaMma mpaBoro mnpeacepaus, A — OCHWUIALUU IPaBOTO
npeacepans

bonpmmmacTBO IIT BO3HMKAIOT MO MEXAHU3MY MHKPO-PESHTPH, TO €CTh
ABJSIFOTCS  PEUUNPOKHBIMU. KOCBEHHBIMH TpU3HAKAMM, YKa3bIBAIOIIMMHU Ha
MEXaHHM3M re-entry ATHUX apUTMHUM SIBISETCS TO, YTO MJII BO3HUKHOBEHUS
npuctynoB IIT TpeOyercss mpencepaHas 3KcTpacucToius, a BO Bpems OOU
NPUCTYNBI  apUTMHUM  MOTYT  OBITh ~ HUHAYUUPOBAHBI M MPEPBaHbI
AIEKTPOCTUMYIISILIUEN TIPEICEPINM.

[Ipencepanpie  Taxukapauu IO  XapakTepy TEUYEHUS MOTYyT  OBITh
MapOKCU3MAJIbHBIMU (MpUCTYyNOOOPa3HBIMH ) u HEMapOKCU3MAIbHBIMHU.
HenmapokcuzmanbHOE TEUEHHE, BCTPEUYAIOLIEECS CYIIECTBEHHO PEXE, MOKET
NposiBIATECS B JBYX (popmax. I[lepBasi - XpoHHMUECKOE TE€UEHUE, MPU KOTOPOM
TaxWKapausi CylIIECTBYET MOCTOSHHO JJIMTEIbHOE BpeMs (MHOTIa MECSIIbI U TOJIbI)
Mpyd TOJHOM OTCYTCTBUM CHHYCOBOrO puTMa. BTopas - HenpepbIBHO

pPeININBUPYIOIICEC TCUCHUC, IIPHU KOTOPOM Ha MPOTAKCHUU CTOJIb K€ NJIUTCIBHOTO
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BpemeHu nepuoabl [IT npepriBatlOTCS HECKOJIBKUMHU CUHYCOBBIMU COKpAILCHUSIMU
C OCJIEYIOIINM BO30OHOBIICHUEM apUTMUM.

Knunnueckue nposinenus: [T pa3auyHbl U 3aBUCAT OT 4acCTOThl pUTMa U
XapakTepa OCHOBHOM CEPJICUHOU MATOJOTUU. Y JIHI] C TSHKEIBIMUA H3MEHEHHUAIMU CO
CTOPOHBI MBIl WA KJamaHHoro ammapara cepaua IIT, mporekaromue ¢
BBICOKOM YacTOTOM, IOMHUMO CHJILHOTO CEPJIlIcOMEHUSI MOTYT BBI3bIBATh CHUKEHUE
apTEpUAIIbHOTO NABJICHHS, PAa3BUTHE KOJUIAINCA, MOSIBICHUE OJBIIIKA U JIPYTHX
CUMITOMOB  OCTPOM  JIEBOXKEJIYJIOYKOBOM  HEHOCTATOYHOCTH. JluTenbHOE
HenmapokcuaManbHoe TeueHue [IT Hepeagko CcompoBOXKIAACTCS  Pa3BUTHEM
BTOPUYHOW AWISATALIMU MOJIOCTEN CEpALA U MOSBJICHUEM CUMIITOMOB XPOHUYECKOU

HCOOCTAaTOYHOCTH KpOBOO6paIHeHI/I5L

1.3.3.5. Qugpghepenyuanvnasn ouacnocmuka

BaxnbiM nuarnoctuueckum npuszHakoMm IIT sBrnsercs dpenHomen Oiiokajibl
MPOBEICHUS] YacTH TPEJICEPAHBIX HUMITYJIbcOB B AB-y3ne 06e3 KynupoBaHus
aput™Mud (cM. Tabn. 2). C 1menplo TPOBOKAIMU JAHHOTO ()eHOMEHa OOBIYHO
UCIIOJIB3YIOT BO3/ICUCTBUA, BPEMEHHO yXyAmatomue AB-poBeieHe: «BaryCHbIE»
npoObl (AmHepa, BanbcanbBbl, Macca)k KapOTUAHOW 30HbBI), BHYTPHUBEHHOE
BBesieHre n3onTtuHa uiu AT®, kak 3TO MpeCTaBIEHO HA puUC. O.

B psage ciydaeB, korma mexaHu3MoM BO3HUKHOBeHMs IIT sBusercs
MOBBIIIIEHHAs ~ AKTUBHOCTh  JKTOMUYECKOr0 ouvara aBToMartM3dMa —  T.H.
«aBromaruueckue» 11T, [ONOTHUTENBHBIM JUATHOCTUYECKUM  IPU3HAKOM
ABJIIETCSl MOCTENEHHOE HapacTaHWe 4YacTOThl pHUTMa MpPEACEpIuid Mocie
BO3HUKHOBEHUS apuTMuu (ghenomen “pazocpesa” aputmoreHHoro (Gokyca), a
TaKke MOCTENEHHOE CHUKEHHUE ero 4acToThl nepea npekpaienuem [T (ghenomen
«oxnaxcoenuay). OTh 7ABa (PeHOMEHAa HE CBOWCTBEHHBI PELMIPOKHBIM
TaxuKapAusiM, K  KOTOPBIM  OTHOCSATCS  TOAABIsIONee  OOJNBIIMHCTBO
HaJ/DKEITYTOUYKOBBIX TaXHKapui (cM. Tabdi. 2).

Hepeako Baxknyro unpopmauuio s auddepeniuanbHoro auarHosa [1T

HECET OLEHKAa NOJSIpHOCTH 3yOnoB P Bo Bpems aputMuu. XapaKTepHBIM
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npusHakoM 1T asnsarorcs monoxutensusie 3yous! P B orBenenusx 11, 111, avF, uro
HE CBOMCTBEHHO OOJBIIMHCTBY JAPYTUX HAIKETyAOYKOBBIX Taxukapauil. B
cllydasix perucrpauuu otpuuarenbHbix pyonoB P B stux OKI' orBeneHusix
muddepennmansubiii quarno3 mexay [T u npyrumu HXKT nomken ocHOBBIBaThCA

Ha JAPYTUX MPHU3HAKaX.

1.3.3.6. Jleuenue

JIna  kynupoBaHus — npuctynoB  perunpokseix [IT  mpumensercs
BHYTPUBEHHOE BBEJICHUE aHTUAPUTMUYECKHUX ITpenapaToB | kiiacca (mpoxkanHamum,
nponadenon) u Il kimacca (coranos, amMuomapoH), a TakXkKe YPECHUIICBOAHAsS
ANEKTPOCTUMYIISILIUS  TIpeAcepanid. B HEOTIOXHBIX cllydasX, a Takxke IMpHu
HEA(P(EKTUBHOCTH IPYTUX BUJIOB JICUEHUS LIE€JIECO00pa3HO KyIHUPOBAaHUE apUTMUU
IIPU ITIOMOIIH AJIEKTPOUMITYJILCHOM Tepanuu. B cinydae «aBromatuueckux» [IT mis
IOpEeKpalleHUs] apuUTMUU IpenaparaMyd BbIOOpa SBISIOTCA [3-aJpeHOOI0KATOPHI
(3cMoton, 003uan). PekoMeH10BaHHbIE 103bI IPENapaToB yKa3aHbl B Ta0I. 3.

MeronoM BbIOOpa TpH MOBTOPHO peruauBupyromeid MoHopokycHou IIT
SBJISIETCS. IPOBEJICHUE KAaTEeTEPHOM abialy UCTOYHMKA apUTMUH, YTO MO3BOJISET
JOCTHYb PAJUKAIBHOIO H3JICUEHUS Y MOAABISIOMIEr0 OOJIBIIMHCTBA OOJIBHBIX
(6onee 90%). Ilpu xaotmueckoit IIT »sddexTuBHOCT, KaTeTepHOW adianuu
HeBbicOKa (0koio 70%). B kadecTBe anbTEepHATHBBI MPOBEICHUIO KaTETEPHOUN
abmauuu  OosbHbIM  IIT  pekomenmyeTcs MPOQPUIIAKTHYECKOE HAa3HAUCHHE
JIeKapCTBEHHBIX aHTHAPUTMHUYECKHUX MpenaparoB | kiacca (3TalM3uH, asIaluHUH,
npornageHoH W JAp.) B TOM UHKCIE, B COYETAHUU C [-aapeHOOJOKaTOpaMHU.
Bo3moxno mnpumenenue npemnaparoB Ill kmacca (cotanon, aponamapos,
amMuosiapoH, cM. Tabi. 1). HaznaueHune aHTHapuTMUuUecKuX mpenapatoB | kimacca
MPOTHUBOIIOKA3aHO OOJBHBIM C MPHU3HAKAMHU CTPYKTYPHOTO MOPaXKEHUs] MHOKap/a
U3-32 BBICOKOTO PHCKa PAa3BUTHUS KEITYAOYKOBBIX apUTMOTeHHBIX 3PdekToB. lpu
HaJIMYUU MPU3HAKOB CEPICUYHON HEIOCTATOYHOCTHU (OCTPOM WM XPOHUYECKOM), a

TaK)K€ MPHU CHUIKEHUHU BEJIMYMHBI (Ppakiuu BeIOpoca seBoro xenyaouka (40% u
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MeHee) B KaueCTBE CPE/ICTBA aHTHAPUTMHUSCKON TEPAITMA MOXET UCIOIb30BATHCS
TOJILKO aMUOJIapOH

C 1menpl0 CHW)KEGHHS 4acTOTBI JKeNymoukoBoro putma npu [IT
11eJIeCO00pa3HO MPUMEHEHHE [-aapeHO0I0KaTOPOB, BEepanamMuia WIA JTATOKCHUHA

(103bI MpemapaToB yKa3aHbl B Ta0. 1).

1.3.3.7. [Ipogpunaxmuxa u peabunumayusi

CrenuanbHbIX MOpopMIaKTHUECKUX Meponpustuid y OompHbix [IT He
TpeOyercs. [lporpamma mnpopUIAKTHUECKUX MEPONPUATUH U peaduIuTaluu
ONPEENSIETCS UCKIIOUUTENIBHO XapaKTepOM OCHOBHOIO 3a00JIEBaHUS CEPACHHO-
COCYIIUCTOM cUCTeMBbl. B cilyuae mpoBeleHHs] KaTeTepHON abyaiuu MOKa3aHo
OorpaHvyeHue (U3MUECKUX Harpy30K B TedeHue | HeJenu, Npu OTCYTCTBUHU
OCJIO)KHEHHI BMEIIATENbCTBA MPOBEACHUS PEaOUIUTAIMOHHBIX MEPONPUAITHI HE

TpebyeTcs.

1.3.4. Ampuoeenmpuxyaapuasn y3i106asa peyunpoKHas maxukapous

1.3.4.1. Dnuoemuonozus, smuonocusi

ATpHUOBEHTPUKYJIApHAsE y3joBasi penunpokHas Ttaxukapaus (ABYPT)
aBysieTcs Hanbomee yactoit opmoit perunpokHbix HXT (oxom0 mosoBUHBI Beex
ciydaeB HXKT), game BcTpeuaercs y KeHIIUH. ApUTMHSI OOBIYHO Je0IOTHUPYET B
Bo3pacte 110 40 net y nui 6e3 mpu3HAKOB OPraHUYECKOTo 3a001e€BaHUsI CEPICUHO-
COCYAUCTOM CHCTEMBI, OJHAKO HEPEAKH ciydae BO3HUKHOBeHUsT ABYPT B

TIOJKHJIOM BO3pacTe.

1.3.4.2. Onpeoenenue u xnaccugurxayus

ABYPT mnpencrapisieT co00l yCTOMUMBYIO ITUPKYIISIUIO UMITYJIBCOB (Ie-
entry) B AB-y3ne u mpuMbIKaromeid K HeMy CeNTaJbHOW 00JacTH MPEeICEPIHOTO
muokapaa. B ocHoBe ABYPT nexuT Tak Ha3bpiBaeMas —«IIPOAOJIbHAs
nucconmarus» AB-y3mna - Hanmuumne B AB-y3ne aByx (peke Oosiee TByX) BApUaHTOB

(myTeil) mpoBENEHUS MMIYJbCOB C Pa3IMYHBIMH XapaKTEPUCTHKAMHU, KOTOpPHIE
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CTPYKTYPHO U (PYHKIMOHAIBHO B3aUMOCBSI3aHbI IPYT C IpyroM. B 3aBucumocTtu ot
XapakTepa UUPKYJISIIAN UMITYJIbCOB B AB-y3ne Boiaenator Tpu Buga ABYPT:

1) TUOWYHBIA BapHaHT — «MEIJICHHBIA-OBICTpBIN» WK  «slow-fasty:
UMITYJIbC ABMXETCS o0 AB-y3i1y aHTeporpaaHo (U3 Npeacepanil B )KeIyT10YKH) 110
«MEJUICHHOMY» IIyTH, a W3 XKEJIyJAO04YKOB B Ipeacepaus (peTporpagHo) Iio
«OBICTPOMY» IIYTH;

2) aTUNWYHBIA BapuaHT— «OBICTPBIA-MEUICHHBI» wiau  «fast-slow»:
UMIYJbC JABMXKETCA MO0 AB-y3my aHTeporpagHo 1o «OBICTpOMY» NIyTH, a
PETPOTPAIHO MO «MEICHHOMY» MTYTH;

3) aTUNUYHBIA BapHaHT— «MEUICHHBIA-MEIUICHHBI» WU «SIOW-Slowy:
UMIYJIbC JABMXKETCA 1o AB-y31y aHTeporpaiHo M peTporpagHo IO JIBYM

«MCIJICHHBIM)» ITYTSM.

1.3.4.3. Ilamozenes

MexaHn3M peanuzaluu MpoAoJbHON auccounanuu AB-y3na B ycroiiunBoe
re-entry na npumepe tunuuHod ABYPT mnpencrasien Ha puc. 6. Kak 0Obu1o
OTMEUEHO BbIIIE, TIPU 3TOM B AB-y3ne (QyHKIMOHMPYIOT ABa MyTH MPOBEACHUS
uMIyinbcoB. OauH W3 myTel, o0o3HayaeMblii Kak “ObICTpBIN” WM [B-TyTh,
XapakTepu3yeTcsi 00jiee BEICOKOW CKOPOCTHIO MPOBEACHUS U OOJIbIIIeH BETUIHMHON
adexrrBHOTO pedpakTepHoro nepuoaa. Jpyroit myts AB-y3na - “MenyieHHBIN”,
WU O-TyTh, CKOPOCTh MPOBEJAEHUS IO HEMY MEHbIe, 4YeM 1o [-myTH, a
s dexTuBHBIN pedpakTepHbi mepuon kKopoue. Jns Bo3HukHOBeHUs ABYPT
HEO0OXOAMMO, YTOOBI MPEXIACBPEMEHHBIM MPEACEPIHbIN UMIYJbC (CIIOHTaHHAs
npejcepaHasl SKCTPACUCToNa, a B yciaoBuax DDU - mpeacepaHblii SKCTPaCTUMYN)
UMeNl KPUTHYECKYI0 BEIWYHHY HWHTEpBaja CIEIUICHHs, NMPU KOTOpOH [-myTh
HAaXOJUTCS B COCTOSIHUM pedpakTepHOCTH, a Oo-MyTh — HET. BcerneacTtBue
HEBO3MOKHOCTH TIPOBEJICHUSI MUMITYJbca MO «ObicTpoMy» myTH, AB-mpoBenenue
peanusyercs TOJIbKO M0 «MEIJIEHHOMY» IyTH. DTOT MOMEHT oTpaxaerca Ha JKI' B
BUJIE pe3koro ymirnHenus uatepsaia PQ/PR (puc. 6-A u 7), 4To onmuchIBaeTCs Kak

(dbeHoMeH “‘Ckavka”, MMEIOIINN BaKHOE TUAarHOCTUYECKOe 3Ha4YeHHe (CM. TallI. 2).
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Bpems mpoBeneHust o MeJICHHOMY ITyTH ObIBAaeT JTOCTATOYHBIM JIJIST TOTO, YTOOBI
paHee OJIOKMPOBAaHHBIN [B-TIyTh BBIMIET W3 COCTOSHUSA pePpakTEepHOCTH U OBLI
CIIOCOOCH K PEeTpPOrpagHoOMy IPOBEICHUIO BOJIHBI BO30YXKJACHHUS OT JUCTATIbHOU
yactu AB-y3na, rie 00a myTH CIuMBarOTCS, K IPOKCUMAIIBHOW €r0 YacTH, 3aMKHYB,

TakuM 00pa3oM 1ensb re-entry (puc. 6-b).

o -
Mpeacepan
ABY
B
O
enyao4k
A. b.

Puc. 6. Cxema mexanusma 603nuxnogenus AB-y310601 peyunpokHol maxukapouu.

A. TlpoBeaeHue Ha KEITYJOUKH MO «MEJICHHOMY» (0L)-IIyTH BCIEICTBUE OJOKaIbl «OBICTPOTOY
(B)-mytu mnpencepaHoit skctpacuctoigod (Ha OKI' cooTBeTcTByeT (EHOMEHY «CKauKa»
untepsana PR). b. Pa3sutue AB-y310B0il Taxukapauu 1o MexaHusmy re-entry ¢ ysacrtuem o- u

B-myTeit.
O6o3nauenusi: CY — cunycoBsii y3en, ABY — AB-yzen.

Takum oOpazom, tunuuHas ABYPT mnpencrasiser co0oil ycTOHYMBYIO
UPKYJISIIIUIO BOJIHBI BO30YXKIeHUsS BHYTpu AB-y3ma Mexay «MemNJICHHBIM» U
«OBICTpBIM»  ero  myTsamu. [Ipu  TpoOBENEHWHM  YPECTHHINEBOJHOTO  WIH
BHyTpHUcepaeuHoro DDU mponponsHas nuccoumaius B AB-y3ne MoxeT ObITH
BBISIBJICHA IIPU MPOBEACHUU NPOTPAMMHOM CTUMYJISILIMM pencepanii. Kpurepuem
«CKauyKay, OTpaKarolMM TMEepeKIIoYeHrne MpoBeaeHUsl ¢ «ObicTporo» myTtu AB-
y3Jla Ha «MEIJICHHBIWY», SIBJISCTCS YIJIMHEHUE HMHTEPBAIOB «cTUMYJI-R» mo OKIT

u/umu  A-H mo smektporpamme m.I'mca Ha 50 Mc m Oonee OT WX HMCXOITHBIX
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3HAQUCHUH B OTBET Ha YMCHBIICHHUC MWHTCPBAJIa CHCIUICHUA HIPEACCPIAHOTO

sKcTpacTumysa Ha 10 mc.

1.3.4.4. Juacnocmuxa, oughghepenyuanvras ouacHocmuka

BaxupiM nuarHoctuueckuMm npuszHakoMm TtunudHo ABYPT  aBnsercs
MPAKTUYECKA OJHOBPEMEHHAsl aKTUBALUS TPEICEPOUN U JKEIYAOYKOB BO BpEMS
aputmuu, 4yto mnposiBisiercs Ha OKI' orcyrctBuem 3yOmoB P BcneacTBue ux
HajoxeHusa Ha komriuiekec QRS. KocBeHHBIM MPU3HAKOM pETPOrpaHOM aKTHUBALUU
npeacepauii Bo Bpemsi ABYPT moxer sBIATBCS mosiBIIeHHE B OoTBeacHHU V1
MOJIOKUTENIBHOTO 3yOIla P, HaclianBaromierocs Ha KOHEYHYH) 4acTh KOMILIEKCa
QRS, uT0 c037a€T KAPTHHY, CXOXKYIO C TIPEXO/ISIICH HEMOJIHON OJI0OKaI0i MpaBon
HOXKM Tyuyka [uca — komruiekc rSr’ (puc. 7). JIas yTouHEeHHs] BpEMEHHBIX
B3aUMOOTHOIIEHUM  MEXIYy OJJIEKTPUYECKUMH CUTHaJlaMH TOPEACEepAuid U
JKETyIOYKOB M TOATBEpXkAeHUs auarHo3za tunudyHod ABYPT, kak mnpasulo,
TpeOyeTcss TMPOBEACHHE UPECHUIICBOJHON WJIM SHIAOKApAUAIBLHON  3allucCH
CUTHAJIOB Tipenacepanit m xkenynodkoB. [Ipum tunumunoii ABYPT pgnurenbHOCTB
uHTepBaia VA, oTpaxaromero BpeMs OT Hayayia BO30YXICHHUS KEITyIJOUYKOB JI0
Hayalla peTporpagHoON MAENoJspUu3aluu Tpeacepauii, He mnpeBblmaer 70 Mc
(puc. 7). DTH TpU3HAKA HMEIOT MPHUHIMIHAILHOE 3HAYCHHUE ISl MPOBEIACHUS
nuddepenniranbHoro quarsosa mMexay ABYPT u npyrumu Hamkery109KoBBIMU
TaxXHKapIusaMu (cM. TadJ1. 2).

CymiecTBeHHO pexe HaOmromaercs T.H. «atunudHas»y ABYPT ¢ oOpatHbiM
HarpaBJeHUEeM MexaHu3Mma re-entry - “fast-slow” (“ObicTpblii-MeIeHHBIN ), TpU
KOTOPOM aHTEPOrPaJHBIM 3BEHOM CIYKHUT [-IyTh, @ PETPOTPaIHbIM - O-yTh. B
atux cnydasx Ha OKI  HemocpenctBeHHO niepen  komruiekcamu QRS
PETUCTPUPYIOTCS JUCKpPETHBIC 3yOI1bl P, nuBepTupoBanubie B orBeaeHusx 1, 111 u
aVF, kak oTpaxkeHue pPETPOrpajHON AaKTUBALMM MNPEACEPAUN 4YEpe3 O-IYTh, a
untepBan RP cymectBenHo 6obine uaTepBaia PR (cM. Tabm. 2).

[Ipy Hanumuuu y manMeHTa HECKOJbKUX «MEIJICHHBIX» nyTeld B AB-y3ne
BO3MOXKHAa MaHu(ecTanusi TpeTrbero, Hambosee peaxoro Bapuanta ABYPT —

«slow-slow»  («MmemIeHHBI-MEIICHHBIN»). B 3TOM  ciydae IUPKYJISAIUSA
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UMIYJIBCOB 00YCIIOBJIEHA MOCIEA0BATEIBHBIM BO30YKICHUEM JIBYX «MEIJICHHBIX)
nyreii AB-y3na. Ha OKI' nausbeiii Bapuant ABYPT nposiBasercs 3yonamu P,
orpuniatebHbiMu B oTBenmeHusx I, 1ll, avF, xoropeie perucTpupyrorcs
nocepeIMHe LUKIa Taxukapauu (T.e. uHTepBan RP mpubnusuTenbHO paBeH

untepBany PR).
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Puc. 7. Unoyxyusa AB-y3n060ti peyunpoknou maxuxapouu (ABYPT) oounounvim
akcmpacmumynom npu npogedernuu II1IC.

O6o3nauenus: YIIOI' — uypecnumeBogHas siekTporpamma mnpeacepauii; Crl — apredakt
MOCTOSIHHOTO 0a3MCHOT0 pUTMa CTUMYJISIMK Tpeacepauit; C12 — apTedakT npex1eBpeMEHHOr0
CTUMYyJIa Tpeacepauit (dKcTpactumyna). A U V - OCHWUIALNHN TPEICEPAN U KETyI0CKOB,
COOTBETCTBEHHO HAa YPECHUILEBOJHOM 3JEKTpOrpaMMe. ODKCTPacTUMYJ BbI3bIBAET OJIOKamy
MPOBEJEHUS MO «OBICTPOMY» MYTH — pe3koe yanuHeHue uurepBana Ct2-R (peHomeH «ckaukay),
4TO CONPOBOXKIAETCSl BO3HHMKHOBeHHMeM npuctyna ABYPT. PerporpanHas axtuBanus
npezncepanii Bo Bpems ABYPT nposiBnsiercs xapaktepHoii Mmopdomorueii ISr’ B orBenenun V1.

UYacrtoTta cepaeunbix cokparnieHuit Bo BpeMmss ABYPT oObluHO cocTaBiseT
160-200 B muHyTy, HO Hepenko nocturaer 250 u OoJsiee yaapoB B MHUHYTY.
Kondurypamus komruiekcoB QRS, kak mpaBuiio, HEe OTIUYACTCS OT TAaKOBOH BO
BpEMsI CHHYCOBOIO pUTMA. B psge ciydaeB BO3MOXHO pa3BUTHUE YACTOTHO-
3aBUCUMOM OJOKajbpl OJHOM W3 HOXKEK Tmydyka [uca (wame mpaBoil) ¢
COOTBETCTBYIOMIEH ehopmarueit u pacimmpenneM komruiekcoB QRS, uro Tpedyet
npoBeneHust TudPpepeHnnanbHOr0 AUarHo3a C KeayJ0YKOBOM TaxuKapAueu (cm.

r1aBy «OKeny04KOBbI€ HAPYLIEHUS PUTMA CEPIILIAY ).
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Cnenyer otmetuTh emie omHy ocobeHHocth ABYPT. Ilpumenenue Tak
Ha3bIBAEMBIX ~BaryCHbIX Mpo0”: BanbcanbBbl (HaTyKMBAHHE HA BBICOTE BIOXA),
AmHepa (HaJaBiIMBaHWE Ha IJIa3HbIE SIOJIOKHM), Maccax 00JIACTU KapOTHIHOTO
CUHYyCa U Jp., OOBIYHO COMPOBOXKAACTCS CHUKEHUEM YacCTOThl pUTMa TaXUKaAPAUH,
a HEPEOKO U €€ KYIMUPOBAHUEM.

Bricokas yactora cepaeuHoro purma Bo Bpems napokcuzma ABYPT moxer
IIPUBOJUTDH K PE3KOMY CHUKEHHUIO ApTEPUAIIBHOTO JTaBJIICHUS, Pa3BUTHUIO KOJulanca
U Jaxe oOMOpoKa. Y JMI] C MCXOJHO HAPYIICHHOW COKPATUTENbHOU (PyHKIMEH
MUOKapAa HEpeIKo HaOMI0JAl0TCs  SBJICHUS OCTPOM  JIEBOXKEIIYJOYKOBOM
HEJIOCTATOYHOCTH. JlnuTenbHOEe Hemapokcu3dMalibHoe Teuenne ABYPT, uto
HaOJIIOaeTCs KpaiiHEe PeIKO, MOXKET MPUBOJAUTH K JWISITAIIMM MOJIOCTEH cep/iiia u
pPa3BUTHIO CHUMIOTOMOB XPOHHUYECKOM HEJIOCTATOYHOCTH  KPOBOOOpAIEHUS

(TaxuKapIMONaTHH).

1.3.4.5. Jleuenue

Jlist npekpamenus npuctyna ABYPT ucnonbs3yroT «BarycHsie» mpoObl, npu
X Hed()PEKTUBHOCTH BHYTPUBEHHO NMPHUMEHSIOT afeHo3uH (AT®) unu u3onTuH
(cM. Tabm. 3). Ilpm HeoOXxoammocTH BO3MOXHO KynupoBanue ABYPT mnpu
IIOMOILIA YpECIUIIEBOIHON ANEKTPOCTUMYIISLIUN npeacepaunit W
AIIEKTPOUMITYJIbCHON TEPAINU.
Metonom BbiOOpa Tpu NOBTOpHO peuuauBupytomieit ABYPT  sBasercs
IpOBEJCHUE KaTeTEepHOHN abianuu «MeasieHHoro» nytu AB-y3na, 4To mo3Bosiser
JOCTHYb PATUKAIBHOTO M3JIEUYCHUS] apUTMHUHM Yy TIOJIAaBIIAIONIET0 OOJBIIMHCTBA
(6onee 95%) 6oabHBIX. Penkum (okono 0,5% ciiydaeB) OCIIOKHEHUEM KaTETEPHON
abmanuu o nmooay [TABYPT, o kotopoM HeoOXoaumo 3apaHee MpeaynpexaaTh
MMAIlMECHTOB, SABJISICTCS BO3HHUKHOBEHHE CTOMKOM AB-0JIOKaabl BEICOKHX CTCIICHEMH,
YTO OOBIYHO TpeOyeT MMIUIAHTALWU TOCTOSHHOTO 3JIEKTPOKAPIUOCTUMYIIATOPA.
[Tpu HEBO3MOXKHOCTH MPOBEICHUSI KaTeTEePHOM abianuu mpenaparoM BeIOOpa st
npoduiiaktuku napokcusmoB ABYPT sBnsiercss Bepanamui (03bl MpenapaTtoB

ykazanel B TabOn. 1) Jlns ymoOctBa OONBHBIX IeecOO0Opa3HO Ha3HAUCHUE
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petapaHbIX (GopM Bepamamuiia, TPeOYIOIIUX OJHO- WM JABYKPAaTHOTO mpuéma B
cytku. Ilpm HeappekTuBHOCTH BepamaMuiaa MOTYT OBITh HCIHOJIb30BaHBI
aHTHApUTMHUYECKHE mpernapaThl | kiacca: nponadeHOH, STalUM3UH, AJUIAMHUH U

1p. (JI03bI MpenapaToB yka3aHsl B Ta0J. 1).

1.3.5. Haootcenyooukosvle maxukapouu npu CUHOPOMAX BPEHCOE8PEeMEHHO20
6030Y)HCOCHUA HCETYOOUKOB (CUHOPOMBL NPEHCOEBPEMEHHO20 8030YIHCOCHUA,
CUHOPOMbBL NPE0B030YIHCOeHU)

1.3.5.1. Dnuoemuonozus, smuonocusi

Cunnpomsl npeaBo30ykieHus sSBIsitoTcs Bropoi nocie ABYPT naubGonee
YacTOM MPUUYMHON HAJKENyJAO0UYKOBBIX Taxukapauil (oxono 25% Bcex HIXKT).
Hanuure aHoManmbHOTrO JomojHuTEeNnbHOro mnposogsamiero nyru (M), kax
MPUYUHBI TPEIBO30OYKICHUS >KENTyJI0YKOB, peructpupyercs y 1-3 mpommieit
HACEJICHUSI U BBISBISAETCS MPEUMYLIECTBEHHO B MOJIOAOM Bo3pacte. CyliecTByer
HACJIEICTBEHHAs] MPEIPACIOIOKEHHOCTh K CHHJIpoMaM mpenBo30ysxaenus (ITI1
BRISIBISIIOTCS Yy 3,4%  ONM3KUX  POJCTBEHHUKOB  OTHUX  IAIMEHTOB).
OyukuuonupoBanue I sBusierca pe3yabTaToM HapylIEHUsS BHYTPUYTPOOHOTO
pa3BuTHs (HUOPO3HBIX KOJIEI MUTPATBHOTO W/WJIM TPUKYCHUAAIBLHOTO KJanaHa, B
pe3ynbTaTe KOTOPOro COXPAaHSAETCs OJJHO MJIM HECKOJIBKO MBIIIEYHBIX COEIMHEHUN
MEXJy NpPEeACEpAHbIM M JKEJIYAOYKOBBIM MHOKapaoM. Hamuuume cuHAPOMOB
PEABO30YKIACHUSI aCCOLMUPOBAHO C 0OJIE€ YaCTHIM BBISBICHHUEM BPOXKIAEHHBIX
MOPOKOB Cepjlia, TUIEPTPOPUUECKON KapAUOMHOMATUN U CKEJIETHOW MHUOIATUH.
Opnako y OonpmumHcTBa manueHToB ¢ Il crpykTypHo#t maTomoruu cepima u

MBIIIICYHON CUCTEMBbI HE BBISIBIISICTCS.

1.3.5.2. Onpeoenenue u xnaccugurxayus

Cunzpombl TIPeABO30YXKICHUS BKIIOYAIOT B ce0s TPYIIy HapylieHUN
CEpIAECYHOI0 PUTMA, BO3HUKAIOIIMX B PE3YyJbTaT€ HAJIUYMS AHOMAJBHOIO, Kak
MPABUJIO, aTPUOBEHTPUKYJIIPHOTO AOMOJHUTENIbHOTO TipoBoasiero mytu () ¢
BO3MOXKHOCTBIO ~ @HTEPOTPAAHOTO W/WJIM  PETPOTPATHOTO  PACHPOCTPAHEHUS

QJICKTPUICCKHUX HMITYJILCOB B O6XO,Z[ M, KaK IIpaBHJIO, B OIICPCIKCHHUC HOpMaHBHOﬁ
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OPOBOJSIIEH CHUCTEMBI CepAlla, YTO U CO37Aa€T (PEHOMEH MPEKIECBPEMEHHOTO
BO30YKIACHHS (ITPEIBO30YKICHUS ) KEITYA0UKOB W/Wi nipeacepanii (puc. 8)
TpaauuMOHHO MPHUHATO BHIAEIATH ABa MOP(HOPYHKIMOHATIBHBIX CyOCTpaTa,
JeKalMX B OCHOBE CHHIPOMOB NpPenBO30OYKAeHHs: T.H. «ObicTpsiey JIIII,
KOTOpbIE MPEICTAaBICHBl UCKIIOYUTENbHO NMyykamMu KeHTa W T.H. «MeIJIeHHBIE»
JIIIL, cpenu KOTOPBIX BBLACISIOT MEIUIEHHO MpoBojsniue myuyku Kenra, a Taxke

BOJIOKHA Maxanma.

Denpeccus
cermeHta WMHBepcus
3ybua T

<120 mg 2120 mc

A b.

Puc. 8. Cxema d¢opmuposanus snekmpokapouocpaguieckux npusHaxKos npeoso3nyHcoeHUs.
aHceny0oukos npu cunopome Bonvga-Ilapkuncona-Yaiima.

O6o3nauenus: [TynkrupHoii muHEEH 0603HaueHa Gopma komruiekca QRST B Hopwme.

Hanuuue npenBo30yxIeHUs KeITyA0YKOB JIKUT B OCHOBE (POPMHUPOBAHUS
CUMIITOMOKOMITJIEKCA, HAa3BAaHHOTO IO HWMEHH aBTOPOB cuHopomom Bonwvgha-
Iapxkuncona-Yaiima (BI1Y). JlaHHbII CUHIPOM BKJIIFOYAET  TpH
3NIeKTpoKapanorpaduyeckux npusHaka (cM. puc. 8):

1) ykopouenue unreppaia PQ/PR menee 120 mc,

2) pacuImpeHue KeayI09KoBoro komruiekca 6omee 120 mc,

3) peructpanusi Ha HadaJbHOM OTKJIOHEHHMH 3yOna R Tak Ha3biBaemoi
JebTa-BOJIHBI,
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a TaKKe OJIMH KIMHUYECKUW MPU3HAK — MPUCTYMBI CepAleOUeHui, KOTOPHIM

coorBeTcTBYIOT 10 OKI' HmkenepeduclieHHbIE BHUABI  HAJKETyA0YKOBBIX
TaXuKapauu:

1) mapokcusmaiibHast opToApoMHast peuurpokHas taxukapaus (IIOPT),

2) nmapokcu3MaibHas aHTHApOMHas peuunpokHas taxukapaus (IIAPT),

3) mapokcu3MalbHas buOpHILIIUS/ TpeTeTaHUE npeacepanit c
IIpOBEJECHNEM Ha xenyouku mmo A1

[Ipu OTCYyTCTBMM JTHUX TaxuUapUTMHM y OOJBHBIX C MpU3HAKAMHU
npeaBo30OyKACHUS  KEITYJOYKOB TOBOPAT 00  3IIEKTpoKapAuorpaduieckom
¢enomene BIIY.

Haunbonee uacteim Bumom JIIIl sBisercs mydoxk Kenra, npoBomsmiuii
UMITYJIbCBI B O00UX HAMpPABJICHUSAX: U3 MPEACEPANI B )KEIyA0UKH (aHTEPOTrPaIHO)
U U3 KENyJI04YKOB B npeacepaus (perporpanno). Onnako y 20-25% mnanueHToB ¢
JIIIT npu mnpoenenuun BHyTpHUcepiaedyHoro DU MoxeT OBITh BBISIBICHO
OJTHOHAIPABJIEHHOE, UCKIIOUUTEIBHO PETPOTPATHOE MPOBEACHUE DIIEKTPUUECKUX
uMITysibcoB 1o mydky Kenrta. Takoe coctosiHre 0003HAuYaeTcs KakK CKpblmblil
JIIII. HecmoTpst HA OTCYTCTBUE MPU3HAKOB MPEABO30YKACHUS KEIYAOUKOB IO
nanabiM - OKI',  ckpbeiThii  mydok KeHTa, Kkak mpaBWio, MPOSIBISETCA
BO3HUKHOBEHUEM MPUCTYIIOB OPTOJAPOMHOM PEUIIPOKHON TaXUKapIUH.

[Ipu T.H. «1amenmnomy» I nipyv3HaKU NPeIBO30YKICHUS KEITYTOYKOB
Takke He peructpupyrorcss Ha DKI' B OOBIUHBIX YCIOBHSX, OJHAKO OHM BCET[a
MPOSIBJISIIOTCS B CJIy4a€ €CTECTBEHHOTO WJIM SITPOTEHHOTO 3aMEJIEHUS TTPOBEICHUS
UMITYJIbCOB 10 AB-y371y (CM. HIKeE).

B ommune or nyukoB KeHTa, CKOpPOCTh IPOBEAECHUSA 110 KOTOPBIM
IIOCTOsAHHA, 6010KHa Maxaima sBisrorcs I ¢ T.H. «aekpeMeHTaIbHBIMU
XapakTepucTUKaMu (MPOBEACHUE IO BOJOKHAM MOXET 3aMEJISAThCA MpHU
ONpENENEHHBIX YCIOBUAX). JIpyruMHM XapakTEpHbIMU CBOMCTBAMH BOJOKOH
Maxarima ABIIAIOTCS:

1) nokanu3aiys BOJIOKOH B MEPETHEOOKOBOM CTEHKE TPABOTO JKEIYI0YKa,

2) naTEHTHBIN XapakTep NpeaBOo30YKICHUS KETYT0UKOB,
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3) OJTHOHANPABJICHHBIM, IIPEACEPAHO-KEITYJOUKOBBIN Xapaxkrep
PEeABO30YKICHUS.

OpnHOHaANpPaBIEHHBIA XapakTep MPeABO30YKACHUS KEITYA0UKOB y OOIBbHBIX
c BojokHaMu Maxaiima uckirogaer Bo3HuKHOBeHue [IOPT y 3Tux mamueHToB, a
HauOosee yacTeiM BapuaHTOM Taxukapauu ssisiercss [IAPT. CymecTBeHHO pexke
perucTpupyercs mNapoKcu3MalbHas (QUOPHILIALMS/TpEereTaHue Mpeacepauid ¢

IIPOBEJEHUEM 10 BOJIOKHaM Maxaima.

1.3.5.3. Ilamozenes

I[lo cBoeit  ctpykrype nyuku  Kemma  npenctraBisaior  coOoit
aATPUOBEHTPUKYJISIPHBIE MBIIICYHBIE BOJOKHA, MPOHHUKAIOIIME W3 NPEACEPIHNA B
KEITYJOUKu yepe3 JedekTl B (PUOPO3HOM aTPUOBEHTPHUKYJISIPHOM KOJIBIIE,
HaJIM4YME KOTOPBIX SIBISETCA PE3yJbTaTOM HE3aBEPUIEHHOTO BHYTPUYTPOOHOTO
paszButus. Tonorpaduuecku T Moryt pacmnonaratbCsi MpakTHYECKH B JIFOOOM
MECTE BOKPYT JIEBOI'O WJIA IPABOTO ATPUOBEHTPUKYJISIPHBIX OTBEPCTUH, OJHAKO
yarie BCero BcTpevaroTcs mydyku KeHra neBoil 00KOBOI JIOKATU3aLH.

K 6onoknam Maxaiima oTHOCAT HEcKONbKO pasnuyHbix Turnos JIIII. B
KJIIMHAYECKOM TMPAKTHUKE HAuMOOJiee YacTO BCTPEYAOTCs aTpuo(aciuKyIsipHbIE
(coemuHsIONMNE TPEACEPAns C TUCTATBHBIMUA OTJEIaMU HOXKHU Iydka ['uca) wim
atpuoBeHTpukyssipasie [IIIl. bonee penkumu aHaTOMUYECKHMMH CyOCTpaTamu
BOJIOKOH MaxalimMa sBisitoTcst HopodacuukysspHble (coeaunsitomue AB-yzen ¢
paBOil HOXKKOM Mmydka ['nca) u HOJOBEHTPUKYISIpHBIE (coenuustone AB-y3en ¢
MUOKapJIOM >KETyJI04YKOB) TpakThl. BosiokHa MaxaiiMa HMMEIOT CYIIIECTBEHHbBIC
aHaTOMO-()yHKIIMOHAJIbHbIE OTJIMUMA OT Ny4ykoB KeHta. OHU XapakTepusyroTcs
Oonbllel MPOTHKEHHOCTHIO, COCTOST KIETOK OJM3KUX IO CBOMM CBOHCTBamM
kietkaM  AB-coenuHeHMs, a  Takke  MOIYT  IIepeceKaTb  KOJIBILIO
aTPUOBEHTPUKYJISIPHOTO KJIallaHa HE MEePIECHIUKYIISIPHO, a MO OCTPHIM YTJIOM.

Haimume B cepane moOMHMO HOPMAIBHOM MPEACEPAHO-KETYTOUYKOBOU

npoBoasmielt cucteMbl (AB-coenmunenusi) anomansHoro Il  sBisieTcs
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AIIEKTPOPHU3NOIOTUYECKON OCHOBON IJI LUPKYJSALUU AIEKTPUUECKUX UMITYJIHCOB

0 MEXaHMU3MY MMOBTOPHOIO BX0Jia (re-entry) ¢ y4acTUEM JJAHHBIX CTPYKTYP.

1.3.5.4. luacnocmuxa, oughghepenyuanvhas ouacHocmuka

XapaxrepHas ANIEKTpOKapauorpadudecKast KapTUHA npu
cunapome/penomene BIIY dopmupyercs Ha OCHOBE CIMBHOIO MEXaHHU3Ma
JETOSAPU3ALMHN KETYT0UKOB. Tak Kak CKOpOCTh MpoBeneHHs Mo nydyky Kenra,
Kak MpPaBWIO, 3HAYUTEIBHO IIPEBOCXOJUT TakoBylo y AB-y3ma, BosHa
BO3OyXneHus, pacmpoctpanssce no I, npuBoaur K  paHHEMY
(mpexaeBpeMeHHOMY) BO30YKICHHIO YacTH MHOKap/a >KeIyIodkoB (puc. 8-A).
Oto mposiBisiercs Ha DK nmenbTa-BoiaHOW M ykopodeHueM uHTepBana PQ/PR
(puc. 8-b). ITapamienbHO C 3TUM HMMITYJIbC, MPOBEACHHBIN ¢ 3ajepxkoi B AB-
y3Ji€, OXBAThIBAE€T BO30YKIEHUEM OCTAIBHYI0 YacThb MHOKapJa >XeIyJAOYKOB,
3aBepuiasl MpoUecC MX JAEeNoJiipu3aluuud. AHOMalbHas AENOJsApU3alUs MUOKapaa
JKETYyIOYKOB, Kak TMpPaBWIO, MPUBOAUT K HAPYIICHUIO MPOLECCOB HX
penoyspu3anuy, 4YTro MokeT mposBiaaTees Ha OKI' (puc. 8-b) naemnpeccueit
cermeHTa ST u uHBepcuel 3yona T.

B ormuume ot myuka KeHrta, ckopocTe mpoBeneHus no AB-y3my moxker
CYIIIECTBEHHO U3MEHSITHCS B 3aBUCUMOCTH OT YaCTOTHI BO3OYXKIACHUS TPEIICEePAHii
U KoJIeOaHUM TOHYCa BEreTaTUBHON HEPBHOM CUCTEMBI. ITa OCOOCHHOCTD IIUPOKO
HCTOJIB3YETCS ISl BBISIBIICHUSI TAK HA3bIBAEMBIX «I1ameHmHblx» 1ydykoB KeHnra u
BOJIOKOH Maxaiima, pu KOTOPBIX MPEBO30YKICHUE KEITYT0UYKOB HE BBISIBIISICTCS
Ha OKI' B OOBIYHBIX YCJIOBHUSX BCJEJICTBUE OTHOCUTEIBHO MEJJICHHOTO
npoBeaeHust umnyibeoB 1o I wiu otHocuTensHO ObIcTporo o AB-y3my. Jlis
JIEMaCKUPOBaHUS TPEABO30YKIEHUS B OTHX CIy4dasx TpeOyeTcs MPOBOKAIUs
JIOTIOJTHUTEJILHOM 3aJIep>KKU TIpoBeieHust B AB-y3iie, HampuMmep, MpU BBIMOJHEHUH
“BaryCHpIX Mpo0~” WM TPHU YACTOW DICKTPOCTHUMYJSIIUUA TPEACEpAUi, UTO
3aKOHOMEpPHO TPHUBOAUT y O0npHBIX ¢ cuHApomMoMm BIIY k mnocrenmenHOMY

YBCIIMYCHUIO CTCIICHU HpC,Z[B036Y)KI[€HI/ISI KCIIYyAOUYKOB: YKOPOUYCHHIO HMHTCpBalla
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PR, ycuneHuio BBIpaXKEHHOCTH AEIbTa-BOJHBI M PACIIMPEHHIO KOMIUIEKCOB QRS

(puc. 9).
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Puc. 9. Jlamenmnvui cunopom BIIY. Oggpexm «xonyepmunoy npu 4acmou CMumyiayuu
npeocepouti.

O6o3nauenus: YIIOI' — uypecnmmeBogHast siaekTporpamMma, CT — apTedakTbl CTUMYJIOB.
CrpenkamMy OTMEYEHO HapacTaHWE NPU3HAKOB MPEIBO30YXKACHUS KEIyJOYKOB (YKOpOUEHHE
WHTEepBaa CTUMYII-[EIbTa, YBEINYCHUE aMIUTUTY/IbI JebTa-BOJIHEIL, pacimperue QRS).

OT10T (heHOMEH MoTy4yni1 HazBaHue P deKTa “KOHIEPTUHO U UMEET BaXKHOE
JIMarHOCTUYECKOE 3HAUEHUE.

[Tpubnmuzutensno B 10-12% caydaeB y OOJBHBIX MOTYT HMMETh MECTO
Heckosibko JIIII, mpuuém npenBo30ykaeHHe ¢ ydyacTheM OaHuX NydkoB Kenta
MOKET JEMOHCTPUPOBATH SIBHBIM, JABYHANPABICHHBIN XapakTep, B TO BPEMs Kak C
yaactuem npyrux JIIIII - HOCWUTH CKpbIThIE W/WIW JaTeHTHBbIC cBoicTBa. Ha
Hannune Heckoiabkux JIIIT yka3piBaeT u3MeHEHHE XapakTepa MpenaBo30yx ACHUS
KEITyT0YKOB (M3MEHEHHUE TOJSIPHOCTH JAENbTa-BOJIH U KOH(UTYpAIIMH KOMILIEKCOB
QRS mo OKTI'), peructpupyemMoe BO BpeMs MPUCTYMOB (PUOPUILISAIIUN/TpETICTaHUS
NpEACEPAN WIH MPU MPOBEICHUHM IMPOTPAMMHON CTUMYJSILUH MpEAcEepaud BO

Bpems DDU.
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AHaTOMHUYECKOE pacmnoyiokeHue nydka KeHTa mpenomnpenenser xapaxkrep
ANIEKTpOKapauorpaduuecknx mposiBIieHnd ¢eHomeHa wu  cuHApoma BITY.
CylmecTBYIOT CIEHHAIbHBIE AJITOPUTMBI, C MOMOIIBIO KOTOPBIX, HA OCHOBaHUU
aHaIHM3a MOJIIPHOCTH JIeNIbTa-BOIHBI U/ min koMriekca QRS B 12 otBeaenmsax KT
MOHO YCTaHOBUTb OPUEHTUPOBOYHYIO JOKan3anuio nmydka Kenra. [[ns TouHoro
ompejieNieHusl  JIoKanu3anuu — nyyka — KeHta  HeoOXonMMO — IMpOBEICHHE
BHyTpHcepaeuHoro JPOU.

Haubonee gyacto Bcrpeyaromeicss GopMoi HaKETyI0YKOBOW TaXUKapIuu
npu cuaapome BIIY sBnsgercs napokcusmanvnas opmoopomunas peyunpoknas
maxukapous (IIOPT). B ee OCHOBE JIEKUT LUPKYJSALMS HMITYJIBCOB MEXIY
IpeACcCepausIMUA U KEIyJIO4YKaMHU, aHTeporpasHo 1mo AB-y3iy um peTporpagHo 1o
nyuyky Kenta (puc. 10-A). [[nsi BOSHUKHOBEHUS TaXUKaAPAUU HEOOXOAUMO, YTOOBI
IPEKIEBPEMEHHBIN TpeacepIHbli UMIYJbC (TpeacepaHasl SKCTpacucTonia, a B
ycnoBusix OOU - npeacepIHblil SKCTPaCTUMYJT) UMENH Ty KPUTUYECKYIO BEINYUHY
WHTEpBAJIA CUEIUIEHUs, NPU KOTOpOoM IydoKk KeHTa HaxomWuTcsi B COCTOSIHUM
pedppakrepHoctu, a AB-y3en — Het. [Ipn BO3HUKHOBEHHHU OJ0Ka MPOBEACHHS IO
JIIII, aTpuOBEHTPUKYJIISIPHOE MPOBEICHUE OCYIIECTBISAETCS TOJNBKO 10 AB-y3my u
cucreme I['mca-Ilypkunse. Ha DKI' 3TOT MOMEHT MNpOSIBJISIETCS MCYE3HOBEHUEM
IPU3HAKOB MPEABO30YXKACHUS KEIYyJAOYKOB M HOpMaju3alueill KoMIuiekca

QRS(ucue3HoBeHUE NETBTA-BOTHBI U PACIIUPEHUS ).

n.KeHTa

AB-y3e
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Puc. 10. Cxema mexanuszmos peyunpokHvlx maxuxapoui npu cunopome Bonvga-Ilapkuncona-
Yaiima.

A. - TlapokcusmanbHas OpPTOAPOMHAs peuunpokHas Ttaxukapaus;, b. — IlapokcusmanbHas
AHTUAPOMHASI PELUIPOKHAS TaXUKapIHSI.

KitoueBbiM MomMeHnTOM B pazutuu [IOPT siBnseTcst kpuTudeckas 3ajepixka
nposeneHuss B AB-y3me, gocraTtouHas I AOCTHXKEHUS — MMITYJIBCOM
JKEIyTOYKOBOro OKOH4YaHMs nyuyka Kenta k Ttomy momeHty, korma /[IIII yxke
BBIILIET M3 COCTOSIHUS pedpakrepHOocTU. BosiHa BO30yKIeHUS BO3BpallaeTcs B
npencepaus nmo nyuky KeHra, 3ampikas TeM caMmbIM nens re-entry. ITOPT
NPEACTABIIET COOOM YCTOMUYMBYIO HUPKYIISILIUIO UMITYJIbCA 11O ONMKUCAHHOMY ITyTH.
Tak kak mepea BO3BpallleHHEM B mpencepaus BojiHa Bo3OyxkaeHus npu [TOPT
BBIHYKJI€HA TPOWTH OTHOCUTEIBHO MNPOTSHKEHHBIA IIyTh MO cucreme ['mca-
[lypkuHbe W MHOKapAy >KeIyAouykoB, 3yOmsl P (Ha puc.1ll o6o3HaueHbI
CTpeJKaMH) perucTpupyrorcs Bcerga nocie komiviekcoB QRS. Ilpu stom onu
uneeptupoBansl B orBeaeHusx I, III, aVF. MHurepsan RP<PR. Benuunna
uHtepBaia RP (uatepBaia VA Ha 4peCnMIEeBOIHON dJIEKTpOrpaMmme, cM. puc. 11),
OTpakarouiasi BpeMs IPOBEIACHUS HMMITYJIbCOB W3 JKEIyJAOYKOB B IpeICcepaus,
npessbimaet 70 Mc. 1ot npusHak npuHUUNuaiIbHO otandaetr [IOPT ot tunuunoi

AB-y3510BO peUIIPOKHON TaXHUKAPIUHU, OITMCAHHOW BhIIIE (CM. Ta0JI. 2).
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Puc. 11. UHOyKkyusi napokcuzmanvbHotu opmooOpOMHOU Maxuxapouu y OGO0NbHO20 CO CKPbIMbIM
nyukom Kenma npu nposedenuu YI13C.

O6o3nauenus: YIIOI' — upecnuieBoHas 3MeKTporpaMma, A — OCHMIUISAIMY npeacepauii, V —
ocuwusinuu xkenynodkoB. MutepBan VA=140 Mc — Bpemsl peTporpajHoro npoBeaeHus (OoT
KeNmyaoukoB K mpencepausM) no nyuky Kenra, Crl m Cr2 — yacrtas M mnporpammHas
CTUMYJISILIUS TIPEACEPAUH.

OTHOCUTENIBHO pEIKUM BapUaHTOM HA/KEIYyJAOYKOBBIX TaXHKapaud y
OOJIbHBIX C MaHU(PECTUPYIOUIMM MPEIBO30YKICHUEM KelynoukoB mo m.Kenra,
(HO B TO ke Bpemsi HauOoJiee YacThIM BApPUAHTOM Yy TMAIMEHTOB C BOJOKHAMH
MaxaiimMa)  SBJISIETCS ~ RAPOKCUBMATBbHAA ~ AHMUOPOMHAA  PEUUNPOKHAA
maxuxapousn (IIAPT). B ocnose passutus [IAPT takxke xak u npu [IOPT nexur
MEXaHU3M MOBTOPHOTO BXOJIa BOJHBI BO30YXAeHUS ¢ yuactreMm AB-coequnenus u
I, HO nABWXKEHME UMITyJbCa IO LEenu [E-entry nmeeT NPOTUBOIOJIOKHYIO
HarnpasyieHHOCTb. [Ipu I[TAPT numnynbc npoBOauTCS U3 MPEACEPANN B HKEITYIOUKH
no JII1I1, a o6patro - mo AB-y3ay (puc. 10-B). BeencTeue 310ro BO3HUKHOBEHHE
[TAPT neBo3moxkHO mpu ckpbIThix JIIII, xorma mpoBeneHune OT mpeacepaui K
xenynoukam oTcyTrcTByeT. CnonTtanHoe paszButue [IAPT umHMmumupyercs, Kak

npeaAcCpaAHbIM, TaK MW IKCIYJOYKOBBIMH OSKCTPACUCTOJIAMH, a4 B YCIIOBHUAX
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BHyTpHCcepaeuHoro OPU - npeacepaIHbIMU U KETyI0YKOBBIMH 3KCTPACTUMYJIaMHU
110 MEXaHU3MY, aHaJornyHoMy onucasHomy it IIOPT.
Onextpokapauorpapuuecku  [IAPT  mposiBasieTcss — Taxukapaued ¢
«mUpoKuMm» KoMiiekcamu QRS, koHpurypanus KoTopsIx UMEET KapTUHY PE3KO
BBIPQXEHHOI'O MPEABO30YXKACHUS JKEIYJOUYKOB B pE3yJbTaTe HX aHOMAaJIbHOM
axtuBaiun yepe3 JII1 (puc. 12). BaxxHO 0OTMETUTB, 4TO MOP(OIOTHST KOMILUIEKCOB
QRS no 12 orBemenusim DKI' Bo Bpemst [IAPT mpakTtuuyecku uIeHTHYHA TOH,
KOTOpasi pErUCTPUPYETCSl y TOTO KE CaMOro OOJBHOTO IMpPHU NMPOBENEHUHM TECTOB,
HAMpaBJICHHBIX HA 3aMeJJIeHne poBeneHus no AB-y3ny, Hanpumep, Ipu 4acTou
CTUMYJISILIMK TIpeicepauil ¢ pazButueM 3¢ dexra “koHIEepTHHO”. B cBs3M ¢ Tewm,
4TO Jenosipu3anus npeacepauil Bo BpeMs [TAPT ocymiecTBisieTcss peTporpaiHo
yepe3 AB-coennnenue, 3yo1pl P Ha DKI' Bo BpeMsl mapokcu3Ma perucTpupyroTcs
1ocjie KEIyJA0YKOBBIX KOMIUIEKCOB, a uHTepBal RP cymecrtBeHHo Oo0sbiie

untepBaia PR, mpu atom 3y61161 P uaBeptupoBansl B otBenenusix 1, 111, aVF.
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Puc. 12. Cunopom BIIY. Hnoyxyus napokcusmanvHol anmuopoMHOU maxukapouu 0OUHOYHbIM
axcmpacmumynom (Cm2) npu nposedenuu YI1IC.

O6o3nauenus: YIIOI' — upecnumeBoaHas 3MeKTporpaMma, A — OCHWIUIAIMK Tipencepauii, V. —
OCIWJUTALIMKM  JKEITyI04YKOB. AHTeporpagHoe mnposBeneHne mno 1. Kenra (AV=80 wmc),
perporpagnoe o AB-coemunenuto (VA= 270 mc). Perporpagusie P 3yo1sl Bo |l oTBeneHun
MOKa3aHbl CTPEJIKAMH.
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OnexTpokapanorpaduyeckas KapTHHa MpPU HAIWYUU BOJIOKOH Maxaiima
aHAJOTMYHA  ONMCAaHHOW [  JareHTHbIX nydykoB  Kenra.  Jluarnos
peBO30YyKEHUS JKETYJOUKOB 110 BOJIOKHaM MaxaliMa CTaBUTCSI UCKIIFOUUTENIBHO
npu BHyTpucepaeuHom OOPU. B cBA3M € OJHOCTOPOHHUM MpPEACEPAHO-
KEJIyJI0YKOBBIM IpoBeneHueM umnyiabcoB mno stum JIIII, Hambonee yacThiM
BapUaHTOM TaXWUKApPAUM, BO3HUKAIOIIMM Yy OOJNBHBIX C BOJIOKHaMH Maxaiima,
apisiercst [IAPT. Pexe y TmamueHTOB perucTpupyercss napoKCHU3MallbHas
GuOpuIIALKSA/TpENETaHnE TPEACEPIUi ¢ TPOBEACHUEM O BOJIOKHaM Maxaiima.
OAHOHAMpPABIEHHBIN  XapakTep MNPEeABO30YXKICHUS JKEITyJI0YKOB HCKIIOYAET
Bo3HHKHOBeHUE [IOPT y nannbix OonbHbIX. Tak kak BojokHa MaxaiiMa MMEIOT
IPEUMYIIECTBEHHO  IPAaBOCTOPOHHIOID  IMEpeAHE-OOKOBYIO  JIOKAJIU3ALUIO
npuctynam [IAPT y 3Toli kaTeropuu O0JbHBIX OOBIYHO CBOMCTBEHHO PACIIMPEHUE
komiuiekca QRS mo tumy Onokaabl JeBOW HOXKKHM IMydka ['Mca ¢ OTKIOHEHHEM
AIIEKTPUYECKON OCH CEepLIa BIEBO.

[TOPT u ITAPT y 60nbHBIX C CHHAPOMAaMU MPEABO30YKIAEHUS MPOSIBISIOTCS
napokcuaMamu ¢ yactoto putMma 150-200 B MUHYTy, KOTOpas HMHOTAQ MOKET
nocturath 250 B MUHYTY. B 3TuX ciiydasx mapokcu3Mbl OOBIYHO COMPOBOXKIAKOTCS
CHIJKEHHUEM apTepUaiIbHOrO JABJICHUS, KOJUIallCaMH, OOMOPOKAaMH, MOSBICHUEM
CUMIITOMOB OCTPOM JIEBOXKEIYIOYKOBOW HemocTaTtouyHocTU. HemapokcusmanbHoe

TCUCHUC NJaHHBIX TaXI/IKapI[I/Iﬁ OrpaHM4IuBaCTCA CAMHUYIHBIMHA Ha6J'IIO,Z[eHI/I}IMI/I.

1.3.5.5. Jleuenue

Jnsa npekpamenuss npuctyna [IOPT u [TAPT wncnonb3yroT «BarycHbIE»
npoObl, ageHo3uH (AT®), Bepamamui WiM NpOKAMHAMHUJA BHYTPUBEHHO (J103bI
npernapaTroB yka3aHbl B Ta0J. 3), a TaK)Ke YPECHHUIICBOIHYIO JICKTPOCTUMYJISIUIO
npeacepauii. B tex ciydasx, korga mapokcusmsl [IOPT u ITAPT mporekaror ¢
M30BITOYHO BBICOKOM YaCTOTOM CEpJCYHBIX COKPAIICHWH W COIPOBOXKJIAFOTCS
HapylIEHUSIMH  TIE€MOJWHAMHUKM  (apTEpUAIBHOM  THUIIOTEH3HEW,  OCTPBIMHU
IPOSIBICHUSIMU KOPOHAapHOM WM CEpAEYHOM HEJOCTAaTOYHOCTH), ITOKA3aHO

MIPOBEICHUE SKCTPEHHOU IEKTPUUECKOU KapINOBEPCUMU.
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Meromom  BeIOOpa  mis  NPOGUIAKTAKH  TOBTOPHBIX — MPHUCTYTIOB
HA/DKEITYIOYKOBBIX TaxXUKapAWK TPU CHHIPOMAX NPEIBO3OYKICHUS SIBIISICTCS
npoBefeHue  KarerepHod  abmanum  JIIII, 49ro mo3BojisgseTr jJ0OMBaTHCSA
paaukanbHOoro wusznedeHus a0 90-98% stux OonpHbIX. [Ipn HEBO3MOXHOCTH
MPOBEICHUs] KaTeTepHOW abllalMyd mpemnapataMd BblOOpa sl TPO(QUIAKTHKA
NAapOKCU3MOB TaXUKApAUW TMpPU CUHAPOMAX NPEABO3OYXKIACHUS  SBISIOTCS
aHTHapUTMHYECKHE Mpenapatsl | kimacca, npexe Bcero - |C knacca: stalu3uH u
nponadenon (cm. Tabm. 1). HasHadenue mpemapatoB | kimacca MpOTHBOIIOKA3aHO
OOJIbHBIM C MpPHU3HAKAMU CTPYKTYPHOTO MOpa)XEHUs Cepilla, B TOM YHCIE, MpHU
HaJIMYUU CEPJICUHON HEAOCTATOYHOCTH, MPU CHUKEHUH (DpaKIuy BbIOpOCA JIEBOTO
xenynouka 10 40% u MeHee, a Takke Mpu rurnepTpodun mMuokapnaa (TOJIUHA
CTEHOK JieBoro >kenyaouka 1,5 cm u Oonee). Ilpenapatet |l xnacca (cotanon u
aMHOMApPOH, CM. TaOs. 1) MeHee 3(GEKTUBHBI B OTHOIICHHUH MPOQUIAKTUKA
noBTOpHBIX 311130/10B [TIOPT u [TAPT, ogHako oHM MOTYT Ha3HA4YaTHCS y OOJIBHBIX
CO CTPYKTYPHBIM TIOp@XEHUS CepAlla, HO TMpPU HAIUYAU  CEPJCUHOU
HEJI0OCTaTOYHOCTH W/UITM CHUKEHUU (pakinu BeIOpoca JieBOro xemyaouka 10 40%
U MEHee, JONMYyCKaeTcsl MPUMEHEHUE TOJbKO amuoiapoHa. g mpoduiakTuku
[IOPT y O6onbHbIX cO «cKpbIThiME» JIIIII MOXkeT ¢ ycmexoM NpUMEHSThCS
MOCTOSIHHBIA TIpUEM Bepamamuia, [-aapeHo0JI0KaTOPOB WM TIUKO3HUIOB (CM.
Tabn. 1), onHako Hanwuue y OONBHBIX ¢ MaHH(ecTupyromuM curapomom BITY
MPUCTYINOB (GUOPWILISAIUNA WIM TPENeTaHUsl MPEACEPAnid BHOCUT CYIIECTBEHHOE

OTPaHUYCHUE B UX UCIOJIb30BAHUE (CM. HIDKE).

1.4. OuOpnIsiius U TPeneTaHue npeacepauni

Tpeneranue npencepauit (TI) u Mepuanue/buOpuLIIUS TIpEaCEpAUI
(DIT) MPEACTABIISIOT co0oii HaJKEITYJOYKOBBIE TaXUaApUTMHUH,
XapakTepU3yrolrecs: Hanbosee BHICOKOM 4acTOTOM puTMa npeacepauid. B ocHose
Bo3HMKHOBeHUss TII m @Il nexar cxoxue H>THONOTHYECKHE (PAKTOPHI U
MaTOr€HETUYECKUE MEXAHU3MBbI, B CBS3U C YEM 3TH apUTMHUU HEPEJKO MEPEXOISAT
OJlHAa B Apyryw. Berpeuaromuiicss B KIMHUYECKOM MPAKTUKE TEPMUH «MEpLAHUE-
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Tperneranue npeacepanin» HenpasomoueH. [Ipu coueranuu @I n TII B quarnose

HEOOXOMMO OT/IEIBHO yKa3bIBaTh 00€ (OPMBI APUTMHUHU.

1.4.1. Tpenemanue npedcepouii

1.4.1.1. Dnuoemuonozus, smuonocus, paxkmopvi pucka

Tpeneranue npeacepauii (TI1) nuarnoctupyercs npudausutenbHo B 7-10%
CllydaeB BCEX CYNPABEHTPUKYJSPHBIX TaxUapUTMHUA., Y  MYKYUH OHO
oOHapyXuBaeTcsi mpuMmepHo B 4-5 pa3 uamie, yeM y sxkeHumH. C Bo3pacTom
4acTOTa BOZHUKHOBEHUS TpEIeTaHus Mpeacepanil yBenuunuBaeTcsi. BoabIIMHCTBO
nanueHToB ¢ TII uMeoT Te wiM HHBIE 3a00JIEBaHUS CEPJCYHO-COCYIUCTON
CHUCTEMBI. ¥ OTHOCHUTENIBHO 310pOBbIX Jtogeil TII mpakThUueckn HE BCTPEUACTCA.
Otuonorudyeckue GakTopbl pHUCKAa BO3HUKHOBEHHS TpEIMETaHUs TMpeIcepauil

OIIMCAaHbI B pasaciic «Hpe):[cep):[Ha;I TaxXUKapaAnus».

1.4.1.2. Onpeoenenue u kraccuguxayus

Tpeneranune npencepauii (TII) oTHOCUTCS K TpenCcepAHBIM TaXUKAPIUSIM,
OOYCJIOBJICHHBIM ILMPKYJSIUEH BOJHBI BO30YXJACHUS MO Tomnorpaduuecku
OOLIUPHOMY KOHTYPY (T.H. «MaKpO-pedHTPU»), KaK MPaBUIO, BOKPYT KPYITHBIX
AHATOMUYECKUX CTPYKTYp B MPABOM WJIM JICBOM Mpeacepauu. B 3aBucCUMOCTH OT
Tonorpaduu MakpoO-pedHTPU ApUTMHUH BBIJIEISIOT Ba OCHOBHBIX Buaa T11:

® munuunoe WU «ucmmyc-3aeucumoen TII,

e amunuunoe TII.

I[Ipuy munuunom TII 1MPKYIAUMSA UMILYJIbCA IPOUCXOAUT BOKPYT
TpUKycnuaanbHoro kiamana (puc.13). XapakTepHO# OCOOCHHOCTBHIO JAaHHOTO
tuna TII sBisieTcst 00s13aTeIbHOE TOBTOPHOE MPOXOXKICHUE BOJHBI BO3OYKIACHUS
M0 TaK Ha3bIBAEMOMY «KaBOTpUKycnuaaibHOMy ucTMycy» (KTU) - obmactu
IPAaBOTO MPEACEPAUS MEXKIY MECTOM BIIAJICHUS B HETO HWKHEMW IOJIOM BEHBI U
(GbUOPO3HBIM KOJBIIOM TPUKYCHUAATBHOTO KialaHa, YTO MOCTY>KUJIO OCHOBAaHUEM
Ha3biBaTh TUNMYHOE TII «mcTMyc-3aBUCHMBIMY. B 3aBUCUMOCTH OT HalpaBiIeHUA

ABWIXXCHUA UMITYJIbCA TUITMIHOC TII [moaApasaciIsICTCA Ha J1Ba BaApUaHTa:
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- «uacmuiity eapuanm - tanuyHoe TII ¢ HampaBiieHMEM JBHKEHMS
UMITYJIbCOB BOKPYI TPUKYCHUAAIBHOIO KJanaHa MPOTUB YacCOBOM CTpeNkH (Ipu
B3IJISI/IE M3 MIPABOro kenyaouka) (cMm. puc. 13-A);

- 1pu «pedkom» eapuanme TunmuHoro TII BomHa BO30YX)ACHUS
pacnpoCcTpaHsAeTCsl B HAPaBJIECHUH 0OpaTHOM TaKOBOMY IIPH «4acTOM» BapHAHTE —
T.€. 10 YacoBoi ctpenke (cm. puc. 13-b).

K amunuunomy wunu «ucmmyc-nezaseucumomy» TII oTHOCIATCS BCe
oCTaJbHbIE BUIBI IPEICEPIHOTO MAKpO-Ie-eNtry, He BKJIIOYAIOIIME B COCTAB LIEMU
MOBTOPHOTO BXOJla BO30YXJE€HHUA O0O0JIACTh KaBOTPUKYCHUIAIBHOTO HCTMYCA.
[Tpumepamu atunuyHoro TII SBISAIOTCS HUPKYISILUS AJIEKTPUYECKUX UMITYJIHCOB

BOKPYI' MUTPAJIBHOI'O KJIalldaHaA, JIETOYHBIX BEH U pY6HOB B IIpCacCCpauiax

Y
Y
'
'
'
-
'
'
'
I

Puc. 13. Cxembl yupkynsayuu 030yicOeHUs: 8 RPasomM npeocepouu npu MunuYHOM mpenemanuu
npeocepoull.

A. YacTblii BApHAaHT «IIPOTHB YaCOBOU CTpenKn», b. Peakuili BapuaHT «110 4acOBOW CTPETIKE».

O6o3nauenus: BIIB — Bepxuss nonas Bena, HIIB — nHmwxuss nonas Bena, III1 - mpasoe
npeacepaue, TK — tpukycnmnaneHbiil kinanan, KTU — kaBoTpukycnimnaneHeii uctmyce, MK —
MUTpAJIbHBIN KianaH, JII1 — neBoe npeacepaue.

J3-3a BBICOKOM YacCTOTHI HpCI[CGp,Z[HOﬁ HMITYJIbCAIITUH, KOTOpasA, KakK

MpaBUJIO, TMpEBbIIACT YpoBeHb “Toukn BenkeOaxa®“ AB-yzna, TII mpakrtuuecku
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Bcerga mpoTekaeT ¢ AB-Omokamoit Il cremenm u  omnpenenéHHON, HEPEIKO
MEHSIIOIIENUCS] KPAaTHOCTBIO MPEJCEePAHO-KEIYJOUKOBOro mnpoBeneHus. [lpu

MOCTOSIHHOM KpaTHOCTH AB-TipoBeneHUsS TOBOPIT O npasuavhou gopme TIT

(puc. 14), npu HEOCTOSIHHON KPaTHOCTH — O Henpasuavhou popme TII (puc. 15).
B 3aBUCHUMOCTH OT 4aCTOTHI PUTMA KEITyI0YKOB BBIJICIISIOT:
- HopMocucTonmueckuii BapuaHT TII (cpemusis gactota B amamnazone ot 60
10 100 B MuUHYTY),
- Opamucuctonmueckuii Bapuant TII (wactora Mmenee 60 B MHHYTY) U

- Taxucuctonnueckuit Bapuantsl TII (wactoTta 6osee 100 B MUHYTY).
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Puc. 14. Ilpasunvnas ¢opma mpenemanus npedcepouii (TII) ¢ wacmomoii npedcepoHou
umnynvcayuu (6oan F) 280 6 munymy u nposedenuem na stscenyoouxu 2:1. Tunuunoe ucmmyc-
3asucumoe TII (pedxutl éapuanm «no 4acogou cmpenxey).

1.4.1.3. Ilamocenes

Bo3nuknoBennss TII saBnsieTrcs CneACTBUEM HaApyLIEHUs IPOLIECCOB
MPOBENICHUSI DJICKTPUUECKOTO BO3OYXKICHHS MO MHOKApy MPaBOTO MM JIEBOTO
MpECEepInsi, BBI3BAHHOIO PA3JIMYHBIMU I[ATOJIOTUYECKMMH TPOLECCAMU, YTO
CO3a€T BO3MOYKHOCTb CTOMKOW UIMPKYJISLHUHM JJIEKTPUYECKOTO HMITYJIbCa I10

OOJIBIION  TeTJe  MOBTOPHOTO  BXOJa  BO3OYXKIEHHS  (MaKpO-PEIHTPH).
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KputnueckumMu KOMIOHEHTaMu Lenu Makpo-pesHTtpu TII saBasgrorcs Hanmmdwne
OPOTSDKEHHOIO  aHAaTOMUYECKOro  Oapbepa, BOKPYT  KOTOPOTO — BO3MOXHA
LUPKYJISLUS UMIYJIBCOB, @ TAKXKE 30HBI 3aMEJICHHOTO IIPOBEICHUS B OJTHOM WA
HECKOJIbKMX YYacTKOB 3TOW IIETH, MO3BOJIAIOMIECH (PPOHTY BOJHBI BO30YKIEHUS
3aMeJUISITh XOJ W HE HATaJIKUBAaThCS Ha pEePpaKkTepHbIA ydacTOK Ipelceplui,

cnez:yromeﬁ 3a XBOCTOBOM YaCThIO BOJIHBI PC-OHTPH.

1.4.1.4. Jluacnocmuka, oughghepenyuanvhas ouacHocmura

Ha OKI' Ttpeneranue mnpenacepauii mpeacTaBisieT cOOOW MpaBUIIBHBIM
BBICOKOAMIUIMTYAHBIA NPEICEPAHbIA PUTM C BBICOKOM 4acToTOl (00b4HO OT 250
10 400 B MHUHYTY) M OTCYTCTBHEM YETKOW HM303JIEKTPUYECKOW JIMHUH MEXIY
npecepIHbIMU KOMILIeKcaMu (BoiaHamu F) xots 6b1 B onHoMm OKI'- oTBeieHuu.

Beaymum  snekTpokapanorpad@uueckuM —Mpu3HaAKoM munuynozo TII
ABIISAIOTCA “TIMII000pa3Hble” MpecepaHble BOIHbI «F» ¢ Hanbombiel aMIIuTy 101
B oTBezeHusix I, 111 u aVF, a Takke ¢ OTCYyTCTBUEM M30JIMHUU MEKy HUMH B 3THX
nmn apyrux orBefeHusx OKI'. BaxHo OTMETHTBH, YTO HpH YacTOM BapUaHTE
HUPKYJSILUA UMITYJIbCOB BOKPYT TPHKYCIHUAJIBbHOIO KJIallaHa - M0 HAaIMPaBJICHUIO
«MPOTUB YacOBOU cTpenkuy, BojHbl F B orBeaeHusx I, 1l avF - orpunarensusie
(puc. 15), mpu peakoM BapHaHTE MHMPKYJSAIUH HMITYJIbCA B HANPABICHUU «IIO
JaCOBOM CTPEJIKE» — OHHU TOJI0XKHUTEIbHBIC B 3THX ke DKI' oTBenenusx (puc. 14).

Amunuunoe TII o0blYHO TpenCTaBIseT COOOMl BOJHOOOpPa3HYIO, pexe -
MUJI000pa3HyI0 TPEACEpIHYI0 AKTHUBHOCTh, OTIMYaroIIytocss mo cBoeit OKI'-
mMopdonoruu ot TunmaHoro TIT (puc. 16). B HekoTopsix ciyyasix arunuanoro TIT
JMCKpETHbIE BOJHBI F MoryT BooOIIe oTcyTcTBOBaTh Ha crangapTHou DK, mms
TouHOW auarHocTuku tuna TII TpeOyeTcs mpoBeneHHE YPECIUIEBOIHOTO WITU

BHyTpucepaeuyHoro DPU.
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Henpasunvnas ¢opma mpenemanus npeocepouni (TII) ¢ uacmomoii npedcepoHoll

umnynvcayuu (6oan F) 250 6 munymy u kpamuocmoio nposedenus Ha sxcenyoouxu om 2:1 0o 6:1.
Tunuunoe ucmmyc-3agucumoe TII (vacmolii 6apuanm «npoOMuU8 4aco8ol CMPeKuy).
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Puc. 16.

npeocepo

Amunuunoe mpenemanue npeocepouli, HenpasuibHas @opma ¢ 4acmomou
Hotl umnynvcayuu FF=300 6 munymy u nposedenuem na sxcenyoouku 2:1 u 3:1.

O6o3nauenus: UIIOI" — upecnuimeBoHas diaeKTporpamma, A — OCHUIUTIUY ipeacepani, V —
OCHUJIIAIINA )KCJ'IYIIO‘-IKOB.

55



Crnontannble  mapokcu3mbl  TII  MHUIUHUPYIOTCS — MpencepAHbIMU
IKCTpAacUCTONIaMH, a Tipu mpoBeneHur DDU oHM MOTYT OBITh MHIYLUPOBAHBI U
IPEKPALIEHBI AIEKTPUUECKUMHU CTUMYJIAMHU.

Tpeneranue npeacepanin MOXET UMETh [IapOKCU3MAJIBHOE
(mpucTynooOpa3Hoe), HEMPEPHIBHO PELMIMBUPYIOLIEE M XPOHUYECKOE TEUEHUE.
Knunnueckue nposBiieHUs] TpeNeTaHusl NpPeACcepauil 3aBUCAT OT 4acTOThl pUTMA
YKEITYJOUYKOB M TSHKECTH OCHOBHOM CEpIEYHOM MAaTOJOTMU W aHAJOTWYHBI BBIILIE
OIMCAaHHBIM IS [IPEICEPAHBIX TaXUKapIUil.

[Ipn pmurensHOCTM TII CBBIIE 48 YacoB y ManMEHTOB YBEIWYUBACTCS
BEPOSITHOCTh TPOMOOOOpa30BaHus B MpeAcepausix (Mpexae BCEro B YIIKE JIEBOTO
npescepus), 4To CO3/4aéT yrpo3y pa3BUTUS TPOMOOIMOOIUYECKUX OCIOKHEHUM.
[Ipy Hanmuuuu OBYX M OoJee COMyTCTBYIOMMX (PAaKTOPOB PUCKA TPOMOOIMOOIMIA
no mkaine CHADS,-VASC, 3tum 601bHBIM TTOKa3aHA JIIMTEIbHAS (TOKU3HEHHAS )
Tepanus  HEOpsMbIMU  aHTUKoaryisHTamu.  Bompocel  mpodunaktuku
TpoMOOAIMOONIMYECKUX OclIokHeHH y OonpHbIXx ¢ TII u ®II  moapodHO

NpCaACTaBJICHBI HUIKC.

1.4.1.5. Jleuenue

Jnsa npekpamennss npuctynoB TII MCHoONIb3yrOT BHYTPUBEHHOE BBEICHUE
pokanHamua, mponadeHoHna, cotanaoiia U aMruoIapoHa (JI03bl U CXEMbI BBEIACHUS
npenapaToB ykazaHbl B Ta0J. 3), a TaKXKe YPECIUIIEBOAHYIO dJIEKTPOCTUMYJISIIUIO
npeacepauii. B ciydasx, korma TII compoBoXpaercss BBIPaKECHHBIMU
HapyIICHUSIMA T€MOJIMHAMUKH (apTepuaibHas TUIOTEH3Us, OCTpas KOpOHapHas
WU cepeYHasi HeJJOCTaTOYHOCTh), METOJIOM BBIOOpA JIJIsl TIPEKPAILICHUS apUTMUU
ABJISICTCS. HEOTJIOKHAS DJJIEKTpUuecKas KapauoBepcus. Kapauosepcusi Ttakke
UCIIOJB3YETCSl B IUIAHOBOM  MOpsAKE TpH  HEIPDEKTUBHOCTH  IMOIBITOK
MEIMKAMEHTO3HOIO BOCCTAHOBJIEHHSI pHUTMa cepaua. B mocnemHem ciydae
PEKOMEHIyeTCSl HWCIOJIb30BAaHUE CHHXPOHU3UPOBAHHOTO OudazHoro paspsmga
MOITHOCTRIO 50-75 Jxoynei, npu HEIPHEKTUBHOCTH KOTOPOTO MPUMEHSIOT

pa3psiibl OOJIbIIIEH MOIIIHOCTH.
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IIpu npopomxurensHocTy 3nu3ona TII Gosee 48 vacoB BOCCTaHOBIIEHHE
CHHYCOBOTO pHUTMa TpeOyeT NPOPUIAKTHKU Pa3BUTHS «HOPMATH3AIIMOHHBIX)
TPOMOOSIMOOINYECKMX  OCJIOKHEHUH.  Mcmons3dyemble € 3TOM  LIENBIO
npo(UIAKTHYECKHE TMOAXOAbl aHAJOTHYHBI MPUMEHSEMBIM TpHU (UOPUILISIUU
IIpeacepauil U pacCMOTPEHBI HUXKE.

B nensx CHM>KEHMs 4acTOThI PUTMa KEJIYAOUYKOB IIPH TaXUCHCTOIMYECKOM
Bapuante TII ucnons3yroTcs B-aapeHo0I0KaTOPhl, TUTOKCHH H UX KOMOUHAIu, a
TaK)K€ BEpallaMujl, KOTOPbIE B OCTPBIX CUTYALMSIX HCIIONb3YKOTCS BHYTPUBEHHO, a
TaK)K€ BHYTPb, C LENbIO JUIMTEIBHOIO OOECIEUYECHHsS] KOHTPOJSI 4acTOThl pabOThI
cep/ia (10361 penapaToB ykKa3aHbl B Ta0d. 1 u 3).

Metonom BbeIOOpa NMpHU J€UEHUU OOJBHBIX C MOBTOPHBIMU IapOKCHU3MaMU
tunnaHoro TII m mpu mepcuctupyromem tunudHoMm TII sBnsieTcs nmposeneHue
KaTeTepHOM abjaliui KaBO-TPUKYCHUAAIBHOTO UCTMYyca. JJaHHOe BMEIIaTenbCTBO
NO3BOJIIET JOOMBATHCSA PAAMKAIBHOIO YCTPAHEHHUS apUTMUU Y IOJABIISIOLIETO
oonpmHCTBa (00s€e 90%) ManMEeHTOB ¢ TUNUYHBIM TPENETaHUEM Mpeacepauil.
Tem He Menee, npubaM3UTENHHO y 15-20% marmeHToB Mocie yCnenHon abaanuu
KaBO-TPUKYCHUJAIBHOIO HCTMYyCa BO3HUKAIOT JPYrHE€  HAJKEITYJOYKOBBIC
TaxXWapuTMHHM, Yallle BCEro — rnmapokcu3MaibHas huopumsius npeacepauii (DII).
OcHOBHBIMHU (pakTOpamu, MpeapacnojaralomuMu K Bo3HUKHOBeHUI0 DIl y atux
OOJBHBIX, SBISIOTCS JUIMTENbHBIA aHaMHe3 mnepcuctupyromero TII, Hamuume
BBIPOKECHHOW JUJIATAIlMU TPEACEpAUNd W/WIM MUTpaidbHOU peryprutanuu. [lpu
atunuyHoM TII sdppexTuBHOCTh KaTEeTEpHOU abnalu HUXKE, YeM MPU TUIIUYHOM
TII, m cocraBuasier okosno 70%. Kpome TOro, mpoBeneHue BMENIATEIHCTBA
CONPSDKEHO C OTHOCHUTEIBHO BBICOKUM pPHUCKOM ocioxHeHud (10 4,5%).
AnbTEpHATUBOM KaTETEpHOW alnaluu B 3TOM CJy4yae SBISETCA pPEryssipHOe
JUIMTEJIbBHOE  NPUMEHEHWE  aHTHApUTMHUYECKMX  mpermapatoB | Kiacca
(mponadeHOHa, JTalM3WHA WIU ajylanvHuHa, cMm. Tabm. 1). B memsax
NpOQUIAKTUKNA BO3MOXKHBIX peuuauBoB TII ¢ BbICOKOI 4acTOTOM MpoBEAEHUS Ha
KEIyA0YKH PEKOMEHIYeTCs KOMOMHHUpPOBATh aHTHAPUTMHUYECKHE Mpenapartsl |

KJ1acca ¢ Oera-aapeHo0JioKkaTopaMH WM BeparnamMuioMm (cMm. Tadma. 1). Haznauenue
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npenapaTtoB | kiacca MpOTHBOIIOKA3aHO OOJBHBIM C MPHU3HAKAMHU CTPYKTYpPHOTO
NOPaKEHUs CepAlla, B TOM YHUCIE, IPY HAJTMYHUH CEPACYHON HEJOCTATOYHOCTH, MPU
CHIWKEHUM (dpakuuu BbIOpoca JeBoro xemynaouka a0 40% u MeHee, a Takxke IpH
runepTpodun MuOKapAa (TOJIIKMHA CTEHOK JIEBOTO kemyaouka 1,5 cMm u Oonee mo
nanabiM 9x0-KI'). Tlpemapatsl |1l kmacca (coranon, apoHenapoH M aMHUOJAPOH,
cM. Taba. 1) meHee S(¢eKTUBHBI B OTHOIICHUH MPODUIAKTUKH IOBTOPHBIX
smu3onoB TII, ogHaKO OHM MOIYT Ha3HAayaTbCsA Yy OOJIBHBIX CO CTPYKTYpPHBIM
NOpaKEHUs CepAlla, HO MNpPU HAJUYUHM CEPACYHOM HEAOCTAaTOYHOCTU W/WIU
CHIKEHMH (pakiMu BbIOpoca JieBOTo *xkenynouka a0 40% u meHee, 10MycKaeTcs
PUMEHEHUE TOJIBKO aMUOJapOHa.

[Ipu oTCYTCTBUU MM MajOW BBIPaXXEHHOCTU KJIMHUYECKONH CUMIITOMATUKU U
FeMOJMHAMUYECKUX PACCTPOUCTB JieueHue OonbHBIX ¢ TII MoxkeT OBbITh
OFPaHUYEHO HA3HAUYEHHWEM IpEenapaTroB, KOHTPOJIUPYIOIIMX YAaCTOTYy pHUTMa
KEIy104KOB (B-aapeHOo0I0KaTOPOB, CEpIEUYHBIX IJIMKO3MJIOB, BEpamamMmuia, CM.
Tabn. 1).  bera-aapenoGiokaTtopsl  (IPEANOYTUTENIBHO  KapJAHOCEJICKTUBHbBIC
IPOJOHTMPOBAHHOIO JIEUCTBHUS) - OCHOBA Takoro jedeHue. OHU HanboJiee 4acTo
UCITIOJIB3YIOTCSl B 3THX LENSAX B BHJIE MOHOTEPANIMU U B COYETAHUM C CEPACUHBIMU
INIMKO3UAAaMH, B TOM YHUCJIE U MPU CEPACYHOM HENOCTAaTOYHOCTU. Mcronbs3oBaHue
AHTarOHMWCTOB KaJIbIIMSI B JTUX IEJSAX JOMYCTUMO JIMIIb NMPU HAIWYUU CTPOTHUX
IPOTHUBOIOKA3aHUM K Ha3HA4YeHHIO [3-aApeHOO0JIOKATOPOB, a MPUMEHEHUE
CEp/ICYHBIX TJIMKO3WJOB B BHAE MoOHOTepanuu (0e3 [-anpeHobI0KaTopoB)
BO3MOXKHO TOJIBKO Yy TIOXKWJIBIX NAIUEHTOB C KpailHEe HHU3KUM YpPOBHEM
JBUTATENBHOW aKTUBHOCTH. CoueTaHue HEIUTHIPONHPUIUHOBBIX AHTArOHHUCTOB
KaJbIus U [-aapeHOoOIOKaTOPOB HEXKEIATeNbHO, MOCKOJIBbKY MOXET NMPUBECTH K
OMMACHOMY B3aUMHOMY MOTEHIIMPOBAHHUIO OTPUIIATEIBHOIO XPOHOTPOIHOIO H
WHOTPOITHOTO JAeUCTBUSA. HIUBUIyaIbHBINA BEIOOP 703 3TUX MPENapaToB JOJKEH
ObITh OpueHTHUpoBaH Ha 1eneBble 3HadeHuss YCC: mpu MOJHOM OTCYTCTBHUH
CUMIITOMOB - He Bbllle 110 B MUHYTYB COCTOSHMM TIOKOS; NpPH HaJIUYUHU
CUMIITOMOB - He Bbllle 80 B MUHYTY B COCTOSIHMM MOKOS ¥ He Bbiie 110 B MUHYTY

npu gusnyeckoi Harpyske. UHAuMBHIyanbHBIA KOHTPOJb 32 3(P(HEKTUBHOCTHIO U
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0€30MacHOCTBhI0 TAKOIro JiedeHUsl (CyLIECTBYET PHUCK pa3BUTUS KIMHUYECKH
3HaYUMOW OpaauKapauu, OCOOCHHO B HOYHBIE Yachl) CIEAYEeT MPOBOAMUTH C
UCIIOJIb30BaHUEM XOATepoBcKOoro MoHuTopupoBanuss OKI. VYV  OGonbHBIX ¢
BBICOKMM YPOBHEM JIBUTaTEIbHOW AaKTUBHOCTU (IIPEUMYILIECTBEHHO MOJIOIbIE
NalueHThl) 3()QPEeKTUBHOCTh HAa3HAYEHHOW Tepamuu JO0DKHA OLEHUBATBHCS C
UCIIOJIb30BaHUEM TMpo0 ¢ (GU3HYECKOM HArpy3Koll Ha BEJIOIProMeTpe WU

TpEAMMUIIE.

1.4.1.6. I[Ipopunaxmuxa, peaburumayus, OucnarcepHoe HabarooeHue
[TpodunakTudyeckre u peadMIUTAIIMOHHBIC MEPOTIPUATHS, & TAKKE TTOIXOTbI
o JUCMaHcepHOMY HaOmofeHnto OonbHBIX TII aHaNmOrMYHBI OMHCAHHBIM B

paszaene npeacepaIHbIX TaXUKaAPAUU.

1.4.2. @Quopunnayua npeocepouil

1.4.2.1. Dnudemuonoeus, smuonocus

Oubpwusanus npeacepaunit (OII) — naubonee pacnpoctpaneHHas dopma
TaxUapuTMHH, BCTPEUAroNIascs B 00miei nomymsiuu B 2% ciydaeB. BeposiTHOCTB
Bo3HUKHOBeHUsA DII cymecTBeHHO yBenmmuuBaeTcs ¢ BospacTtom. DII BesABIsETCA
y 3,8% nu crapie 60 et u'y 9% smn crapure 80 ner.

Boeigensitor ®II, cBsizaHHYI0 C MOPaKEHUEM CEpJICYHBIX KIIAMAHOB (Yale
PEBMATUYECKHUI CTEHO3 MUTPAJIBHOIO KJanaHa WK IpOTe3 MUTPAJIBLHOTO KIIallaHa,
peke — MopakKeHne TPUKYCMUIATBHOTO KJalaHa), U HE CBSA3aHHYIO C KJIAMTAHHOU
MaTOJIOTUEH.

[Ipy OTCYTCTBHMM KJAllaHHOTO TMOPAXEHWsS, OCHOBHBIMU MPUYHMHAMU
Bo3HUKHOBeHUs1 DIl sBustorcs: runepronmueckas 6one3nb, UBC, mepBuuHbie
3a00eBaHUs  MHOKap/a, BPOXKIEHHBIE TMOPOKH  CEpAlld, THIEPTUPEO3,
dheoxpoMoLMTOMa, CaXapHbIi quabeT, 37I0ynoTpeOIeHre alKoroieM, N30bITOUHAas
Macca Tejia, alHod CHa, TWrnokanuemusi, cuaapom Bomnbsda-IlapkuHcona-VYaiita, a
TaKXe Te€HEeTUYecKas MpeapacnoyiokeHHocTb. B 30% cimydaeB npu TIIateIbHOM
KJIIMHUKO-UHCTPYMEHTAIbHOM OOCJIEZIOBAaHUM HE YAAETCS BBIABUTH KaKHX-THOO

KapJualbHBIX WIK HECepACUHbIX (pakTopoB pa3BuTus DII.
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1.4.2.2. Onpeoenenue u kraccuguxayus

OUOpUIUISIIUSA TPEICEPANA MPEACTABISIET COO00M CYyNpPaBEHTPUKYJISIPHYIO
TaXUaAPUTMHIO, XaPAKTEPUIYIONIYIOCS XA0THUECKOW JIEKTPUUYECKON aKTUBHOCTHIO
npeacepanii BbiIcOkOM wyactoTa (kak mpaBwio, oT 300 go 700 B MuHYTY) U
HEPETYJSIPHBIM PUTMOM >KEJIyJOYKOB (IIPU YCJIOBUM OTCYTCTBHS MOnHOW AB-
0JIOKaIbI).

IIpn ®II, Tak xe, kak npu TII, mo yacToTe puTMa KEITYJOYKOB BO BpPEMS
00pCTBOBaHUS PA3IUYAIOT:

® HOPMOCHCTOJIMYECKUI BapuaHT (4actora B auamna3zoHe ot 60 mo 100 B
MUHYT (cM. puc. 17-A);

® TaXHMCUCTOJIMYCCKHIA BapraHT (dactoTa 6osee 100 B MunyT (cM. puc.17-b);

e OpaJIMCUCTOIMYECKUI BapuaHT (yactoTa MeHee 60 B MUHYTY).
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Puc. 17. @ubpunnayus npedcepouii.
A. — HOPMOCHUCTOJIMYECKAN BapHUaHT, b. — TAXUCUCTOINYECKUI BAPUAHT.

B 3aBucumoctd OT ypOBHA  (PU3NYECKOW aKTUBHOCTH, CTENEHH
OMOLMOHAJIBHOIO HANPsDKEHUS, a TaKkKe IOJ JEHUCTBUEM JIEKAPCTBEHHBIX

npenaparoB M psAa JApyrux (akTopoB, BIMSIOIMX Ha (PYHKIHUOHAIbHBIC
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xapakTepucTuku AB-y3ma, oObIYHO HaOMIOAAIOTCS OOpaTUMBIE TEPEXOabl W3
onHoro Bapuanta ®II B npyroi.

ITo xapakTepy TE€YEHHS U JIUTEIbHOCTH apUTMHUU BbIACISIOT 5 TunoB PII:
BIEPBBIC  BBISBICHHAsA, MAPOKCU3MAJIbHAsA, MEPCUCTUPYIOIIAs, JJIATEIIBHO
MEPCUCTUPYIOIIAS U MOCTOSIHHAS MJIUM XPOHUYECKAsI.

JIroOo#t BHepBbIE NMArHOCTUPOBAHHBIM 31307 DIl BHE 3aBUCHMOCTH OT

JJIMTCIIBHOCTU WU BBIPAKCHHOCTH CUMIITOMOB CHHUTAIOT BIICPBBLIC BhIsIBIIcHHOM DII.

[TapokcuzmanibHOM DI MMEHYIOT MOBTOPHO BO3HHUKarolryto (2 u Oolee

amu3040B) PII, cnocoOHYH0 CaMOCTOSTENbHO NPEKpallaTbCcs OO0 HCTEUEHUs 7
CyTOK OT MOMEHTa Hadaia npucryna. K napokcusmansHor DI Takke OTHOCAT
®II, KynupOBaHHYIO C NPHUMEHEHHUEM MEIUKAMEHTO3HOW WIIM 3JIEKTPUYECKOU
KapJAUOBEPCHU B CPOKH 10 48 4aCOB OT MOMEHTA Hayaja apUuTMHHU.

[lepcucTupyronien SBISETCA MEPBUYHO WM IMOBTOPHO BO3HUKIIAsg OII

JUTUTEIILHOCTBI0 Oosiee 7 CyTOK, HE CIOCOOHAs K CIIOHTAaHHOMY IPEPHIBAHUIO U
TpeOyromas JJisi CBOETO YCTPaHEHHS IMPOBEACHUS CICIHAIBHBIX MEPONPHUSTHN
(0OBIUHO, PTIEKTPUUYECKON KaPTUOBEPCHH).

JlnuTenbHO nepcuctupyomieid umeHyroT OII, npoaoIKUTeILHOCThIO OoJiee

rofia, €ciu NPUHHUMAETCS PELIEHUE O BOCCTAHOBJIEHUH CHHYCOBOTO PHUTMa C
NOMOUIbIO KapAWOBEPCUM WM PaJUKAIbHOTO HHTEPBEHIMOHHOTO (KaTeTepHas
abyanys) U/uiau XUpyprudeckoro JeUeHHUs.

IlocrossHHOWM wiM  XpoHUYeckor wumeHyercss PII npoaoKUTENBHOCTHIO

Oonee 7 CYTOK, €CIM TONBITKM €€ YCTpaHeHUs Hed(P(EKTUBHbI WU HE
NPEeANPUHUMAIOTCS M0 T€M WM HWHbIM npuuyuHam. [locnenHee moapa3zymeBaer
OTKa3 OT MPOBEICHMS KapAHOBEPCHU, a TAKKE JIIOOBIX IMOMBITOK PaJUKaIbHOTO
WHTEPBEHIIMOHHOTO W/WJIH XUPYPTHUUECKOTO JICYEHUSI apUTMUH.

OOBIYHO YCTAHOBJICHHUIO TIOCTOSIHHOM (OpPMBI MpEAIIECTBYET MEPUOA
pPEeLUIMBUPOBAHUS TAPOKCU3MOB. Y OIHOIO M TOTrO K€ OOJIbHOTO C JIMTEIbHBIM
anamHe3zoM Il Ha pasznuuHbix dTanax 3a0ojeBaHUsS MOTYT HaOJIOAATHCS

PAa3JIMYHBIC TUIIBI TCHCHUA apUTMHHU, 4 TAKIKC UMCTh MCCTO UX COYCTAHMA. B takux
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CiIy4asiXx B JMArHo3e ykaspiBaeTcs TONbKO Ta ¢dopma PDII, kotopas mocmyxuia

IIOBOJOM IJIA I[aHHOI\/'I rociumTrain3aliy UM BMCIIATCIILCTBA.

1.4.2.3. I[lamozenemuueckue mexarnusmol PIT

Jlns Bo3HUKHOBeHHUs ycroiiumBod @Il HeoOxomumo Hamuume TPEX
COCTABJISIIONIMX: 1) MYyCKOBBIX, T.H.  TPUITEPHBIX (AKTOPOB apUTMHUHU, 2)
apUTMOTEHHOTO CyOCTpaTta apuTMHH, OOECIEeUHUBAIOUIETO CaMOCTOSATEIbHOE
noaaepxkanve @Il a Taxke 3) MHAUBUIYATBHBIX MOAYJIUPYIOUIUX BIUSHUMH,
MOBBIMIAIONIUX BOCHPUUMYUBOCTh APUTMOTEHHOTO CyOCTpaTa K TPUITEPHBIM
¢dakropam OII.

B nopasasitomiem GonbiivHCTBE ciydaeB (95%) mpuzzepuvim gpakmopom
@Il sBisieTcss MaTOJOTUYECKass BBICOKOYACTOTHASI JJIEKTpUUYECKas aKTUBHOCThH B
YCTBAX JIETOYHBIX BEH, OTpakeHHeM Kotopou Ha OKI' sBisieTcs wacras paHHSA
npejcepanas skctpacuctoius (o tumy «P Ha Ty, cM. puc. 18) w/wim npoOexku

MpeICcepaHON TaxuKapuu (Kak MOHO(OKYCHOM, TaK U XaOTHYECKOM ).

YacTasa akctpacuctonusa s JIBJIB (P Ha T)
S
Vv MW’\“MM\MW 0 et w~w-1h~«mm A /«NM/“—\NMWW\M

nen ﬁ ’ I I N g9 l QA\%\A WWWM

I‘I‘V‘Il\l\llll‘l‘I}\llll|\|T|I|I]I‘l‘!‘\lll\llll;l‘l‘l‘\‘\l\l\l!‘\’l'l‘lll‘\‘I‘\i!;!l]ll'l‘!\l‘\‘I|l[\|l|l[lil‘\‘I]Il\llll‘lil‘l‘l[l‘lll[\‘ll\’l’l]\‘\‘\Ill\llili\‘l‘l‘\]Ili‘\illl‘lid\‘

Yctonuus. PI1

Puc. 18. Bosuuxnosenue npucmyna uopuiiayuu npeocepoull  8cieocmeue  4acmotl
9KMONUYECKOU aKMUGHOCMU U3 YCMbsL 7160 6EPXHEL 1e20UHOU GEHbl.

O6o3nauenusi: JIBJIB — snexkTtporpaMMa W3 YCThsl JIEBOM BEpXHEW JIErouyHOl BeHbl; A —
ocuwusinuu npencepauid. Mupgexcom 1 0003HaueHBI 3JEKTPUUYECKUE CHTHANIBI CHHYCOBOTO
IIPOMCXO0KICHMS], HHIEKCOM 2 — 3JIEKTPUYECKHE CUTHaJbI dkTonnu n3 JIBJIB.

bonee penxkumu tpurepubiMu dakropamu DI ABISAIOTCS IKCTPACUCTOIBI U3
MOJIBIX BEH, a TaKXK€ MPEJCEPAHbIE SKCTPACUCTONBI. DNEKTPODU3NOIOTHUECKUMU

MEXaHM3MaMH O4YaroBOol aKTHUBHOCTM JIEFOUHBIX U TIIOJBIX BEH SBIISICTCS
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TpPUTTEpHAs: aKTUBHOCTH M TIOBTOPHBIN BXOJT BO30OY X AeHUS (re-entry) B MBIIICUHBIX
CTPYKTypax, BBICTHJIAIOIINX MECTA UX BIAJICHUHU B nipenacepaus. [Ipu npoBenenuun
OO®U npuctyn @IT MoxeT ObITh BBI3BAH JIEKTPOCTUMYJISILIUEH TTpEACepIni.

Apummozennwviii cyocmpam Ol mnpexncraBnser coOOW CTPYKTYpHO U
GYyHKUHMOHATBPHO W3MEHEHHBIA (PEMOJCIMPOBAHHBIN) MHUOKapA Mpeacepaui,
obecrieunBaOIIMi  CcTOWKOe  camocTosTenbHoe — mojdepxkanue DII.  [lox
PEMOJEIUPOBAHUEM ITOHMMAKOT COBOKYIIHOCTH ITaTOJOTMYECKUX IPOLECCOB,
BO3ZHMKAIOIIMX B MIPeICEpAUsX B OTBET Ha Bo3HUKHOBeHHe DII unu/u B pesynbrare
JNEUCTBUSL U3BECTHBIX ATHOJOTHYECKUX (¢akTopoB @DII. PemonenupoBanue
HAYMHAETCS C HApPYIICHUS HMOHHBIX KJIETOUHBIX MEXaHHU3MOB (POPMHUPOBAHUS
UMITyJIbCA W 3aKaHYMBAETCA  CTPYKTYpPHO-(DYHKIIMOHAJIBHOM  Jerpajanuei
NPEACEPAHOT0 MHUOKapaa U arpuomeranved. OCHOBHBIMH — CTPYKTYPHBIMU
VM3MEHEHUSMU MUOKapAa MpeIcepaAni, MpeIpacioiaratoliiMi K BO3HUKHOBEHUIO
cyoctpata OII, sBustorcs ¢ubOpo3, BOCHAJEHHE, aronTo3 U runepTpodus
KapAMOMUOLUUTOB. (DYHKIMOHAJIbHBIE HAPYIIEHUS B MPEACEPIHOM MHUOKAPJIE
BKJIIOYAIOT B ce0s BO3HUKHOBEHHWE HEOJHOPOJHOCTH CKOPOCTEH MpOBEIEHUs
MMITYJIbCOB B Pa3HbIX HAIPaBJICHHSX, a TaKXKe JHUCIEPCUI0 IPOLECCOB
penojsipu3auvu B npeacepaHoM  Muokapne. IIporpeccupoBanne DIl u
PE3UCTEHTHOCTh APUTMHUH K JICKAPCTBEHHOMY U UHTEPBEHLIMOHHOMY JIEYEHUIO, KAK
MIPABWJIO,  ONPENENIIETCS  BBIPAXKEHHOCTHIO  IPOLIECCOB  PEMOAECIUPOBAHUS
npencepanii. B HacTosiiee Bpems pacCMaTpPUBAKOTCS JIBE€ aJbTEPHATUBHBIC
ANEKTPO(PU3NOIOrMUECKUE TUIIOTE3bl CAMOCTOATENLHOTO noaepxanus OI1:

1) HasMyume OAHOrO WJIM HECKOJBKUX BBICOKOYACTOTHBIX PpOTOPOB B
MPEICEPANSIX WM JIETOYHBIX BEHAX C IOCTOSSHHO MEHSIOUIMMCS XapaKTEpOM
MIPOBEJEHUS UMITYJIbCOB Ha OKPYKAKOIIUKA MUOKap NpPeICcEepIAnid;

2) UMPKYJISIUS MHOXECTBEHHBIX BOJH MHUKPO-PEIHTPU B MPEACEPAUSIX MO
HEOIPEICIICHHOMY, CIIy4alHOMY ITYTH.

Haubonee d4acteiM  modyaupyowum  enusanuem, CrocOOCTBYIOIIUM
aKTUBAIlMU «CIISIIET0» apuTMoreHHoro cyocrpata ®II B oTBer Ha JaeiicTBHe

TPUITCPHOTO q)aKTopa, ABJIACTCA I[I/IC68.JI3HC BEIr€TAaTUBHBIX BIIMSHMN Ha MHOKapa
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npeacepauil. B 3aBUCUMOCTH OT XapakTepa HAPYLIEHWHA aBTOHOMHOM pEeryJisiuu
paboThl cepaua BBIACISIIOT T.H. «8az2ycHyrw» ¢popmy @II (aputMus BO3ZHUKAET
IPEUMYIIECTBEHHO BO BpPEMsI CHA WJIM IOCJIE MEpee]aHusl, IPU Pe3KUX HAKIOHAX
WIM TIOBOPOTax TYJIOBHUINA, a TaKkKe JIOObIX APYrux (pakTopax, YCHIMBAIOIINX
apacUMIIaTUYECKHUE BIMSHUSA Ha CEPJILIE), & TAKKE T.H. «(CUNEPAOPEHEPLUUECKYIO»
¢opmy aputmun (DIl BO3HHMKAET NPEUMYLIECTBEHHO B MOMEHT (DU3MUECKOMN
Harpy3kd, TpH  CTpecce, PEe3KOM HCOyre W  JIpYyruX  COCTOSIHMSX,
COIIPOBOXIAIOIIMXCS TIOBBIIIEHUEM CHMIIATUYECKUX BIMSHUN Ha cepaue). B
KaueCTBE MOAYJIMPYIOIIET0 BIWSHUS MOTYT TaKXe€ BBICTYNATh HapyLICHUS
ANEKTPOJIUTHOrO OOMEHa (TUIOKAIMEMHUSA), NPEXOAsIIasl HIIEMUs MHOKapjaa M

MMPpOapuUTMHYCCKOC I[GﬁCTBPIG JICKaApCTBCHHLBIX IIPCIIapaToB.

1.4.2.4. Jluaenocmuka, ougpgepenyuanvras OUaCHOCMUKA, KIUHUYeCKUe

NPOAGIAEHUA, NPOCHO3

Juarno3 ®II craButcs Ha ocHoBaHuu JKI'. Hepenko 1 moaATBep KICHUS
nuarHo3a napokcusmanbHoil @I Tpelyetcs nmurensHoe MoHuTOpupoBanue KT
(or 24 4 ngo 7 nHei), ucnoab3oBaHue mopratuBHBIX JKI'-peructpatopoB ¢
BO3MOXHOCThIO mnepenaun OKI' mo tenedoHy, a Takxke HWMIUIAHTUPYEMbIE
netneBble  peructpatopsl OKI. IlporpamMmHas CcTUMyIALMS TpeACcEepAnil B
yenoBusix OOU mis noaTBepxAeHUs nuarnoza @I He npoBOaUTCS B CUITy HU3KOM
YYBCTBUTEJIBHOCTU U CIEIU(DUUHOCTA METOJIa B OTHOIIIEHUU BOCITPOU3BOIUMOCTH
KJIMHUYECKHU 3Haunmon OI1.

XapakrepubiMu OKI-npuznakamu ®DII sBisitoresa: orcyrcrBue 3yOuoB P,
HAJIMYUE Pa3HOAMIUIMTYAHBIX, MmoiuMopdubix BoaH ff, mepexomsammx onHa B
JIPYTyr0 0€3 4€TKOW M30JIMHUH MEXITY HUMH, a TaK)Ke a0COIOTHAS XaOTHYHOCTh H
HEPEryJsIPHOCTh pUTMa skenymoukoB (puc. 17). Tlocnemnuii mpu3HaKk He
peructpupyercsa B ciydasx couetanus OII u AB-6mokansr Il crenenu (mipu T.H.
dbenomene Openepuka).

TunnuaeiMu  cumnroMmamu  PII  IBASAIOTCA: YCHIIEHHOE, Kak IPaBUIIO,

HEPUTMHUYHOE cep/iedueHue, nmepedon B pabore cepiia, OAbIIIKA, TOBBIIIEHHAS
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YTOMJISIEMOCTb, TJI0Xasi HEPEHOCUMOCTh (PU3MUECKUX HArpy30K U moTauBocTh. OII
ABJISIETCA NPUYMHOM TPETH BCEX TOCIHUTAIA3ALMN ITO MOBOAY HAPYLIEHHW PUTMAa
cepana. OcCHOBHbIE NMPUYMHBI rocnuTanu3anuii npu @I — ocTpelii KOPOHAPHBIN
CHUHJIPDOM, CepJi€4Has HEAOCTAaTOYHOCTh, TPOMOOIMOOIUYECKUE OCIOKHEHUS U
HE00X0AUMOCTh HeOTNIOKHOTO KynupoBaHus OII. OII conpsixena ¢ AByKpaTHbIM
BO3PACTAHUEM pHUCKA CMEPTH, MPEXKAE BCET0 KapAHAIbHOW, HE3aBUCHMO OT
Hamuumsi apyrux (aktopoB pucka. Hambomnee omacHeiMEH ocnoxHeHUsMu DI
ABJISIOTCS TpOMO0IMOOTIUYECKHE, B TOM YUCIIE UIIEMUYECKUN
Kapauo3MOonnueckuii MHCYNIbT (Bo3HUKHOBeHHE DIl y OonbHBIX 0€3 mopaxkeHus
KJIAIAaHOB CEpJlla YBEIMYMBACT PUCK HMHCYJNbTA B S5 pa3, a NpU HAIUYUU
KJIAllaHHOTO mMopoka - B 17 pa3), TpoMO003MOOIHMH COCYJOB KOHEUHOCTEH U
uHpapkThl BHYTpeHHUX opraHoB. Kpome Toro, @Il moxer OBITH NPUUUHOU
KOTHUTHBHBIX AUCQYHKIIMM, BKIIOUasi COCYIUCTYIO IeMeHLuI0. Y 60abHBIX ¢ DI
YXYAIIAeTCsl KayeCTBO JKMU3HM, CHUKAETCS TOJEPAHTHOCTh K (PU3MYECKUM
Harpy3kam, HEpPeIKO MOSBISETCS W/WIM Mporpeccupyer AUCHYHKLUHS JIEBOTO
KENIyJ0uKa C Ppa3BUTHEM CepAeuHOM HemocTaTroyHOCTH. [IpuOnm3uTenbHO B
YETBEPTH CIIy4aeB apUTMHUS MOXKET MNPOTEKaTb OECCHUMIITOMHO M BBISBISETCS

CJIy4alHO TP MEAULMHCKOM OCMOTPE.

1.4.2.5. Jleuenue

Jleuenne 0onabHBIX PII MPOBOAMUTCS C LENBIO YMEHBIIEHUS BBIPAXKEHHOCTH
cumntomoB ®II, ynydmieHuss reMoOAMHAMUYECKUX TOKa3aTenei, nmpopuiIaKTUKH
BO3MOXHBIX OcyioxHeHUN @I 1 yayureHus: nporao3a 3TUX 0OJIbHbIX.

Bo3gelictBue Ha cepAeyHBIM PUTM MPEAINONATraeT JBE BO3MOXHBIX
CTpaTeruu JieueHus: 00JabHBIX DIT:

1) KOHTPOJIb YACTOTHI JKEITYJAOYKOBOTO puTMa Ha (oHe coxpanstorieiics DI,
T.H. «KOHTPOJIb YacCTOTBI», IIPEANOJIArarO I BO3JIEp/KaHNE OT
IIPOTUBOAPUTMUYECKOTO JICUEHUS;

2) BOCCTaHOBJICHHE (NP HEOOXOAMMOCTH) M IMOJJACPIKAHHUE CHHYCOBOTO

pUTMa, T.H. «KOHTPOJb PHUTMa CEpALd» CPEACTBAMU JICKAPCTBEHHOTO W/WIH
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HEMEJMKAMEHTO3HOTO POTUBOAPUTMHUYECKOTO JICYECHHUS. [IpoBenenue
MPOTUBOAPUTMHUYECKOTO JICUeHUsI HE M30aBJIA€T OT HEOOXOTUMOCTU "KOHTPOJIS
4acTOThI", TaK KaK BCEr/a CyHIECTBYET BeposTHOCTh peunauBa PII, xortopas He
JIOJKHO MPOTEKATh ¢ U30BITOYHO BEICOKMM PUTMOM KEITYJOUYKOB.

Beibop crparerun neuenuss @Il omnpepensercs UWHAMBUIYalbHO, B
3aBUCUMOCTH OT XapakTepa TEUYEHUs AapUTMUH, CTEHNEHU BbIPAXKEHHOCTU
KIIMHAYECKUX  MPOSIBICHUM,  HAJIWYUS  CONYTCTBYIOIIMX  3a00J€BaHUM,
HNEPEHOCUMOCTH PA3JIMYHbIX TPyHN IMpenaparoB M IpU 00A3aTEIbHOM Yy4éTe
MHEHUS JISYAIllero Bpaya ¥ NPeIIIOYTCHHs MalleHTa.

Konumpons uacmomol cepoeunvlx COKpAW{eHUil u pumma cepoua npu
OKA3aHUU HEOMIONCHOIUL ROMOWLU

I[Ipu @I, mnporekaromen ¢ TOKEIOH CHUMIOTOMATUKOW, OCTPBIMHU
HapyLICHUSAMU F'€MOJIMHAMUKUA W/UIU SBIECHUSMHU KOPOHApPHOM HEJOCTATOYHOCTH,
YCTpAaHEHUE O3TUX KIMHUYECKUX MPOSBICHUI B 3HAUMUTEIBHOM YacCTU CIIyyacB
MOET OBbITh JOCTUTHYTO BHYTPUBEHHBIM WJIM TMEPOpPAIbHBIM NPUMEHEHHEM [3-
aZipeHOOJIOKATOPOB WM HETUAPONHUPUIANHOBBIX aHTAarOHUCTOB Kayibliug (CM.
tabn. 1 u 3).  Ilpu HEIPPEKTUBHOCTH FTUX MEPONPUITHI MOKET BO3HUKHYTH
HEOOXOJMMOCTh B HEOTJIO)KHOM  BOCCTAaHOBJIEHMM  CHHYCOBOTO  pUTMa
(kapauoBepcun). TepameBTUYECKON cTparerveld JiedeHUs: OOJIBIIMHCTBA TaKUX
OOJIBHBIX SABJISIETCS] «KOHTPOJIb pUTMa cepAlay. B atux ciayyasx npekpaiienue OI1
¥ BOCCTAQHOBJICHHE CHHYCOBOTO PUTMa MOKET ObITh JOCTUTHYTO BHYTPHUBEHHBIM
NPUMEHEHUEM aHTHAPUTMHUYECKUX IMpenaparoB: MpOKaWuHaMuIa, mnponadeHoHa,
amMuojapoHa (MpU MPOJOJDKUTEIBHOCTH apuUTMUU 10 48 4YacoB), BepHaKajlaHTa
(Mpu  MPONOJKUTENIBHOCTH apUTMHUU A0 7 CYTOK), a TakkKe HUOEHTaHa W
Hudepuamia (Ipu NPOAOKUTENIBHOCTH apUTMHUM Oojiee 7 CyTOK), cM. TadIi. 3.
Takoi cmoco0 JeUeHUs HA3bIBACTCS MEOUKAMEHMO3HOU Kapouoesepcueil. 1lpu
HEBO3MOKHOCTM BHYTPUBEHHOIO BBEJIEHHs MPENAPATOB MEIUKAMEHTO3HAs
KapJIUOBEPCHsl MOXXET ObITh MPOBEACHAa NpPH TOMOIIM MEPOPaIbLHOr0 MNpuéMa
nponadpenona (300 Mr BHYTpb, NpPH COXpaHEHHWU aApPUTMHUU uepe3 2 dYaca —

nonoHUTENbHBIN TipuéM 150-300 mr npenaparta). [lepBasi monbITKa NpUMEHEHUS
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TAKOro crocoba KyNmupOBaHMs JTOMYCTUMa TOJHKO B YCIOBHUSX CTallMOHAapa MOJ
kouTposieM OKI'. Ecin addexktuBHOCTD U (TT1aBHOE) 0€30MaCHOCTh TaKOM CXEMBI
Ky[IUpPOBaHUS TOJTBEPKACHA, OHA MOXET ObITh PEKOMEHJIOBaHA MAIMEHTY IS
CaMOCTOSATEILHOTO MPUMEHEHHUS B aMOYJIaTOPHBIX YCJIOBHSIX MPU BO3HUKHOBEHHUH
PELUIUBOB.

I[Ipu  HerdexkTUBHOCTH WM HEBO3MOXKHOCTH  JIEKQPCTBEHHOMU
KapJAHOBEPCHH, B OCTPBIX CIy4yasx MPUMEHSETCS SKCTpEHHAas 71eKmpuueckas
Kapouogepcusa, KOTOpas UCIHOJb3YeTCAd TaKXKe C IEeNbl0 BOCCTAHOBJICHUS
CHHYCOBOTO pHTMa y OONBHBIX mnepcuctupytomem tedeHnn DI (turanoBas
aieKTpruueckas kapauoBepcus). [Ipu mo0oM criocode kapauoBepcun HE0OX0IUMO
cOOJII01aTh TpeOOBaHUS MO MPOPUIAKTUKE HOPMAIU3AIMOHHBIX TPOMOO03MOOIHI
(cM. HUXE).

JlnumenvHulit KOHMPOIL YACMOMbL CEPOCUHBIX COKPAUICHUN U pUMMA
cepoua

JIMMTenbHBIH MEAUKaMEHTO3HBIH KOHTPOJb YacCTOTHI PUTMA JKETYTOYKOB
SBJIIETCSI OCHOBOMoOJIararomei crparerueid aeueHuss O6oapHbIX ¢ DI u/mmu TII u
pPaBHO3HAYHOM aJIbTEPHATHBOM IUTEIEHOMY MPOTHBOAPUTMHUECKOMY JICUCHUIO
OONMBHBIX ¢ pa3iauuHbiMUA TunamMu TedeHuss @DII (cm. Hmke). PaBHO3HAYHOCTH
CTpateruil "KOHTPOJS 4acToThl' M "KOHTposst putma" B JiedeHUU OosibHBIX DI
OTIPEMIETSETCS] OTCYTCTBUEM PA3NMYUI B YACTOTE PA3BUTHUS MCXOMOB 3a00JEBaHUS
(mporpeccupoBaHUsl CEPACUHON HEAOCTATOYHOCTH, TMTOBTOPHBIX TOCIHUTAIM3AIINM,
CllydaeB CMEpPTH OT CepJCYHO-COCYAUCTHIX W HWHBIX mpuimH). bojee Toro,
KOHTPOJIb 4aCTOTHl PUTMA KEITYJA0YKOB JOJIKEH OBITh 00ECTIeueH y BCeX OOJNBHBIX
@I, momyyaromux MPOTUBOAPUTMHUYECKOE JICUCHHE, TaK KaK TMpPHU ITOM BCeraa
CyIIeCTBYeT BeposiTHOCTh pernuanBa DI, koTopas HE MOMKHO MPOTEKATH C
M30BITOYHO BRICOKMM PUTMOM KEITYJJOYKOB.

TakTrka «KOHTPOJIS YaCTOTHI PUTMA KEIYJOUYKOB» C HMCIOJIb30BaHHEM [-
aJIpeHO0JI0KaTOPOB, CepIICYHBIX  TJIMKO3UIOB, HEIUTHIPOTTHPUTNHOBBIX
AHTaroOHUCTOB Kanbplus (cM. TaOxd. 1) Ooyiee MpennouTUTENbHA y OOJBHBIX C

oeccuMTOMHOM  wim  MajgocumnrtomMHod — DI, ¢ HEdIPDHEKTUBHOCTHIO
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NPEIIIECTBYIONUIUX MOMBITOK MPO(YUIAKTUIECKOTO AaHTHAPUTMUYECKOTO JICUCHUS
(CM.HUXE) U TSOKEIBIM OpPraHUYEeCKUM MopaxeHuem cepama. IIpaktuuecku 06e3
UCKIIIOUCHUS TaKas TaKTHUKA JICUCHUS MPUMEHSETCS MPU XPOHUYECKOM TEUEHUU
OIT.

bera-anpeHoO10kaTOpHI (MpeanoYTUTENHHO KapJMOCENEeKTUBHBIC
MPOJIOHTUPOBAHHOTO JIEHCTBUS) - OCHOBA Takoro JyieueHus. OHU Haubosiee 4acTo
UCITOJIB3YIOTCSL B 3THX LENSAX B BUJIE MOHOTEPAIIMUA U B COYETAHUU C CEPACUHBIMU
IIIMKO3UAaMH, B TOM YHUCJE U MPHU CEPACYHON HemoCcTaToOuHOCTH. Mcnonb3oBanue
AHTaroHMWCTOB KaJbLIMSI B 3TUX LEJISAX JOMYCTUMO JIMIIb NMPU HATMYUU CTPOTUX
IPOTUBOIIOKA3aHUM K Ha3HA4YeHHIO [3-aApeHOOJIOKATOPOB, a MPUMEHEHHUE
CEplICYHBIX TIJIMKO3WJIOB B BHAE MoHOTepanuu (0e3 [-aapeHobI0KaTopoB)
BO3MOXKHO TOJIBKO Yy TOXWJIBIX MallM€HTOB C KpailHE HU3KUM YPOBHEM
JBUTATEIbHOW aKTMBHOCTH. (CouyeTaHuWe HErMIPONUPHUINHOBBIX AHTAarOHHCTOB
KaJbIus U [-agpeHOOJOKATOPOB HEXKETATENbHO, MOCKOJIBKY MOXET NPUBECTH K
OMMACHOMY B3aMMHOMY IMOTEHUUPOBAHUIO UX OTPUUATEIBHOTO XPOHOTPOMHOIO H
UHOTPONTHOTO 3P dekToB. MHANBUYyaTbHBIN BBIOOP 703 ITUX MPENnapaToB JOJDKEH
ObITh OpueHTHUpOBaH Ha 1eneBble 3HadeHuss UCC: mpu MNOJTHOM OTCYTCTBHH
CUMIITOMOB - He Bblie 110 B MHHYTYy B COCTOSIHMM IIOKOS; MpPU HaJIUYUU
CUMIITOMOB - He Bblillie 80 B MUHYTY B COCTOSIHUU MOKOS 1 HE Bbiie 110 B MuHyTy
npu ¢usndeckoil Harpyske. MHAMBUIyalbHBIA KOHTPOJIb 3(P(EKTUBHOCTH U
0€30MacHOCTH TaKOro JiedeHHsl (CYIIECTBYeT PHUCK pPa3BUTUS KIMHUYECKH
3HAYMMOM Opagukapaur, OCOOCHHO B HOYHBIE Yachl) CJEAyeT MPOBOJIUTH C
UCIOJIb30BaHUEM XoaTepoBckoro MoHuTopupoBanusi OKI. VY  OGonbHBIX C
BBICOKMM YPOBHEM JBUTATEIbHOW AaKTUBHOCTU (IIPEMMYILIECTBEHHO MOJIOIbIE
NalMeHThl) 3(PQPEKTUBHOCTh HAa3HAYEHHOW Tepamuu JO0DKHA OLEHUBATHCS C
UCIIOJIb30BaHUEM TMpo0 ¢ (U3NYECKOM Harpy3koil Ha BEJIO3ProMeTpe WU
TpEAMMUIIE.

I[Ipu  He’(DPEeKTUBHOCTH  HKCHONB30BAHUSA  JIEKAPCTBEHHBIX  CPEJCTB,
KOHTPOJIMPYIOIIUX YacTOTy CEpACYHOr0 pUTMa (B TOM 4YHCIEe KOMOWHAIUMN

HECKOJIbKMX IMpernaparoB), NpuOeraoT K KamemepHou aonauyuu AB-yzna c
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OJTHOMOMEHTHOM HWMILJIAHTAMEN HMCKYCCTBEHHOIO BOAMTENA pPUTMA Cepaua.
JlaHHBIM BHUJ BMEMIATEIHCTBA O0OECIIEUNBACT BBICOKOA(D(PEKTUBHBIA KOHTPOJIb
XKeITyJoukoBoro putma y OonbHbIXx ¢ DIl OpHako, sBIASICH NaNIMATHBHBIM
BMEIIATEIBCTBOM, MOCJIE KOTOPOrO MALMEHT HABCETJa CTAHOBUTCS 3aBUCHUMBIM OT
anekTpokapauoctumyisitopa  (OKC), abmamms  AB-y3ma  He — JqoipKHA
paccMaTpHuBaTbCsl B KAUECTBE PABHO3HAYHOW AJIbTEPHATHBBI MEIUKAMEHTO3HOMY
KOHTPOJIIO pUTMA. DTOT METOJ[ JICYEHUS MOXKET OBbITh NMPUMEHEH JIMIb B TEX
ciydasix, Korjaa npu Heda(p(HeKTUBHOCTH MEIUKAMEHTO3HOI0 KOHTPOJISl YaCTOTHI HE
3(()EKTUBHO WM HEBO3MOKHO JIEKAPCTBEHHOE U HEMEAMKAMETO3HOE (CM. HUXKE)
IIPOTUBOAPUTMHUYECKOE JI€UeHHE. BhIOOp UMIIAaHTUPYEMOTO YCTPOMCTBA MOCIE
abmanuu AB-y3zna (OKC, Ousentpukyisipupiii OKC WM UMIUIAaHTHPYEMBIi
KapJInoBepTep-AeuOpuIIsSTOp) ONpenenseTcs] HATMYUEM U TSHDKECThIO OCHOBHOM
KapJualbHOW MAaTOJOTUH, cokparutenbHoil dyHkuuend JDK, orcyrcTBHEeM umm
HaJIMYUEM CEPJICYHOM HEIOCTaTOYHOCTH U CTENEHBIO €€ BhIpaKeHHOCTH. OaHAKO
BO BCEX JTHX CIy4yasxX UMIAHTHUPYEMOE YCTPOMCTBO MOJKHO MMETh (DYHKIIHIO
YaCTOTHO-aIalITUBHOM CTUMYJISILINM YKEJTYJOUYKOB.

MenukaMmeHTo3Has mnpoduiaktuka peuuanBoB DI (mapokcuzmanibHOU U
MEePCUCTUPYIOIIEH, MOCE KapIUOBEPCUH) Yallle UCTIOIb3YETCS MPU HATHYUU SPKO
BBIPQKEHHBIX CUMIITOMOB apUTMHH, KOTOPBIE IUIOXO MOMJIAIOTCA YCTPaHEHUIO
CpelICTBAMHM KOHTPOJISl YaCTOThI CEpJIEUHBIX cOKpaieHui. Takas npodunakTuka
MIPOBOJUTCS MYyTEM PEryJspHOTO IIUTEIHHOTO MPUMEHEHHUs npenaparoB | kimacca
(aymanuauH, nponadeHoH, Tanu3ud U np.) u |l kimacca (amuomapon, corarou,
npoHeaapoH). Jlo3sl mpenapaTtoB NpeicTaBieHbl B Ta0I. 1.

CpenctBa | kmacca TPOTHMBOIIOKa3aHbl OOJBHBIM CO CTPYKTYPHBIMH
3a00JIeBaHUSIMUA  CEpAlla, CO CHIKEHHOM CHCTOJIMYECKOW (yHKIMEH JeBoro
xenynouka ((pakmus BeiOpoca neBoro skemymouka 40% u meHee), ¢ JIFOOBIMU
MPOSIBJICHUSIMU ~ CEPJICYHON HENOCTATOYHOCTH, a TaKkke TpH Tuneprpoduu
MHOKap/1a JEBOI0 XKeNyI04Ka, npeBbimatomeid 15 Mm no nanasiM Ox0-KI'. Te xe
OTPaHUYEHUS, MCKIIOYas THUNEePTPO(UI0, PACIpPOCTPAHSIOTCS Ha JAPOHEIAPOH.

JlpoHenapoH He JOJKEH MPUMEHSThCAY MPU MEPCUCTUPYIOIIEM U XPOHUYECKOM

69



teueHn PII Kak CpeACTBO MIUTEIBHOIO KOHTPOJIS YaCTOThI PUTMA KEITYTOYKOB.
CoTason He MAOKEH MNPUMEHSTCS MPH HAJUMYMK BBIPAXKEHHOW TrHnepTpoduu
MHOKap/ia, XPOHUYECKOW  CEpJCYHOM  HEOOCTATOYHOCTH M IOYEYHOU
HEJIOCTaTOYHOCTH. ETMHCTBEHHBIM MPENapaToM, Pa3pelIEHHBIM K IPUMEHEHHUIO C
nenbto  npopunaktuku  peruauBoB DIy  OGONBHBIX  HEJOCTATOYHOCTHIO
KpOBOOOpAIIICHHs SIBJISETCS aMUOAApOH. B OCTanbHBIX CilydasXx aMHOJApOH HE
JIOJDKEH MCHOJIb30BaThCsl B KAadyecTBE Ipenapara IMEepBOro BbIOOpa BCIIEACTBHE
3HAYUTEIHLHOTO KOJIMYECTBA HECePACUHbIH TOOOUHBIX 3P (HEKTOB.

[Ipy HEA(HEKTUBHOCTH aHTHAPUTMHYECKOW MNPOPUIAKTUUECKON Teparnuu
KaKk MUHAMYM oaHuM npemapatom | wmm III  xmacca g jedyeHus
napokcusMaiibHon @I, cOmpoBOXKIAIOWIEUCA TPYAHO IIEPEHOCUMOW  WIIH
OOBEKTHBHO TSHKEJIOH CHMIITOMAaTUKOM, B KAa4eCTBE aJbTEPHATHBBI MOXKET OBIThH
UCIIOJIb30BaHA KamemepHhaa adaayua. B nogaisionieM OOJIBIIMHCTBE CIIy4acB
npoueaypa abjanuy BKIOYAET B ceOs M30JSALUIO JIETOYHBIX BEH, KAK OCHOBHOI'O
Tperrepuoro  ¢akropa @I, ¢ HUCHOJB30BAHUEM PAAMOYACTOTHBIX  WIIU
KpUOTEpMHUECKUX Bo3/ercTBHd. Eciu B mporiecce abnanuu JErOYHBIX BEH OyIyT
BBISIBJICHBI ~ WMHble  uHUUuupyroomue  ¢daktopel  PII  (mampumep HXT,
HKCTPACUCTOJINS U3 TOJBIX BEH U JIp.), KATETEPHOE BMEIIATEIbCTBO JOKHO OBITH
pacIIMpeHo U BKJIOYaTh a0JaIuio BCEX BHOBH BBISBIEHHBIX TpurrepoB ®II. B
ornmuune oT abnamuu gapyrux Gopm HXT, »sddextuBHOCTS KaTteTepHOI
JNECTPYKIMH TIpu Tapokcu3MaibHo DI He cromp Bbicoka. Jlmmb 50-60%
OOJBHBIX MMEIOT CTOMKMN CHHYCOBBIM PUTM MOCIE OJHOKPATHOM MpPOLEIyphl U
okono 70-80% mamuMeHToB - MOCJHE MOBTOPHBIX KATETEPHBIX BMEIIATENIBCTB.
Haunyummas 3¢ pexTHBHOCTh KaTeTepHOI abaliiy PErUCTPUPYETCS Y JTUI] MOJIOKE
65 ner, 0e3 MpPU3HAKOB OPraHUYECKOIrO MOPAKEHUS CEep/la, TMIEPTOHUYECKOU
00JIe3HU U allHO? CHA, UMEIOIIHUX HOPMaJIbHBIN MM HE3HAYUTEIHbHO YBEITUUYECHHBIH
nepenHezaaHuit pasmep Jseporo npeacepaus (1o 50 mm mo OXOKI). V stux
NAlMEHTOB KaTeTepHas a0yalus MOXET PacCMaTpUBATHCS B KAYECTBE MEPBOTO
JTana IIPOTUBOAPUTMHUUYECKOTO JICYEHUS. [Ipn CUMIITOMATUYECKON

MEePCUCTUPYIOIIECH U IIuTeNbHO nepcuctupyromeit @I, kak npasuio, TpedyeTcs
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paclIMpPEHHOE KaTeTepPHOE BMEIIATENIbCTBO, I1€ IOMUMO HU30JISIIIUU JIETOYHBIX BEH
MIPOBOJUTCS MOAM(UKAIHS CyOCTpaTa apuTMUHN B BUJIC TUHEHHOM W/WIJIH TOYCUHOMN
abmaruu B mpeacepausix. Ilpu stom 3¢ (EKTUBHOCTh KaTETEpHOW adjaInuu
(BKJIFOYAsi TOBTOPHBIE TMOMBITKH) CYIIECTBEHHO HMKE, YEM MPHU MapOKCU3MATbHOMN
®II u cocraBusier — okono 40-50% nns nepcuctupyromeit ®II u 30-40%, nis
JUIATENBbHO niepcuctupyromen OII.

[IpoBenenue karerepHoi abmanuu no nooay PII conmpspkeHO ¢ BHICOKUM
PUCKOM TSDKEJIBIX M MOTEHUUAIBHO (paTalbHBIX OCHOXKHEHHH (10 5%), BKItOUas
WHCYJIBT, TAMIIOHAy CEpPJlla, COCYAUCTBIE OCIOXKHEHUS, Mape3 auadparMaibHOTO
HEpPBa, CTEHO3bl JIETOYHBIX BEH, MEPUKAPAUT U MPEACEPIHO-TUIICBOIHBIC
ducrtynbl. Kpome TOoro, mpuOIM3UTENBHO Y KaXJAOro IIECTOro MalMeHTa I10
maHabiIM MPT mociie a0ianuu BBISBIISIIOTCS OE€CCUMIITOMHBIE 3MOOJIOT€HHBIC
oyard B TOJOBHOM Mo3re. B cBs3u ¢ 3tum karterepHas abmanus PII gomxHa
BBITIOJIHATHCS  CHENUATUCTaMH, HMMEIOIIUMH JIOCTaTOYHBIN OIBIT IPOBEACHUS
MOAOOHBIX BMEIIATEILCTB, KOTOPhIE CMOTYT CBOEBPEMEHHO IUArHOCTHPOBATH U
KOPPUTHPOBATh BO3MOXHBIE OCJIOKHEHHUSI MPOLEIYpPhl, a caMa omneparus J0JKHA
MPOBOAUTLCA B CIEIUAIU3UPOBAHHOM MEAUIIMHCKOM IIEHTPE Ha peryJspHon
ocHoBe. Ilepen mpunsTHEM perieHUsT 00 MHBA3UBHOM BMEIIATEIHCTBE MAI[UEHT
JIOJDKEH TOTYYUTh TOJHYIO M JOCTOBEPHYIO MH(POPMAIMIO O TMOJb3e, PUCKAX U
aJIbTEPHATUBHBIX BO3MOKHOCTSX jeueHust OII.

Y OoNbHBIX, HANpaBIsIEMbIX HA XUPYPrUUYECKOE JICUEHUE CepACUHOMN
MaTojoruu (3aMeHa KJalaHoB, aOPTOKOPOHApHOE IIYHTUPOBAHWE M Jp.), B
KaueCTBE JIOMOJHUTEIBLHOTO BMEIIATEIbCTBA MOJKET BBINIOJHATHCS Onepayus
«/labupunmy, npeanoyarapmias XUPYpPruuyecKyr H3OJSLHUI0 JIETOYHBIX BEH U
dbparMeHTanMo MHOKapAa OOOWX TIpeAcepAuil TpU TOMOIIM T.H. TEXHUKH
«pa3pe3a W 1IBa», WIH UHMPAONEPAUUOHHAA KamemepHas adaayus ¢
WCIIOJb30BAaHUEM PAJUOYACTOTHBIX, KPUOTEPMUUYECKUX WM MHUKPOBOJIHOBBIX
BO3JIeHCTBUM. Xupyprudeckue metoisl jeueHus DIl no3BossdoT obecneunBaTh
OoJiee HaAECXKHBIM KOHTPOJIb pPUTMAa MPU MEPCUCTUPYIOLWIEH U JJIUTEIBHO

nepcuctupytomeid OII (B 70-90% ciayyaeB B OTHAJIEHHOW MEPCHEKTHUBE), IO
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CPABHEHUIO C PEHTI€HAHI0BACKYJSIPHBIMHU KaTETEPHBIMU BMELIaTeIbCTBAaMU. B TO
e BpeMsi, HHTPAOTIEPAIlMOHHbBIC KaTeTEpPHbIE BMEIIATENLCTBA COMPSKEHBI ¢ Ooee

BBICOKMM PHUCKOM OcClIoxHeHHH (10 6-10%).

1.4.3. Tpenemanue u @uopunnayus npeocepouit npu cunopome Bonvgha-

Ilapxkuncona-Yaiima.

Hamuune cunnpoma Bonbsda-Ilapkuncona-Yaiita (BIIY) mnoBbimaer
BEPOSITHOCTh BO3HUKHOBEHHS Yy OOJBHBIX TMAPOKCU3MOB (PUOPWIUIAIMN U
Tpeneranus npeacepanii. Kpome Toro, Hanmuue JOMOJHUTEIBHOTO MPOBOISIIETO
nytu  (AIIII)  pemarommm  oOpa3oM  CKa3blBaeTcsl  Ha  XapakTepe

ANEKTPOKAPIAUOTPAPUIYECKUX U KIMHUYECKUX MPOSBICHUMN 3TUX apUTMHUIA.

1.4.3.1. [lamoghuzuonocus, ouacnocmuka, KiuHU4eCcKue nposieieHus

VY O6onpHbBIX ¢ cunapomoMm BIIY Bo Bpemsi Tpeneranus u (puOpuIIALMM
NpEeACEepANii  MPOBEAECHHWE  HMMIYJIbCOB  HA  JKEIYyJAOYKH  IPOHUCXOIUT
npeumyuiectseHHo 1o JIIIT (myuky Kenra wmnm BojnokHam Maxaiima) U JuIlb
YAaCTUYHO - M0 HOPMaJbHOM MPOBOIALIEH CUCTEME cepaua. B ¢Bsa3u ¢ 3TuM npu
GuOPWIIAIIMKY  TIpeICeparil JKEMyT0YKOBbIE KOMIUIEKCHI BCEr/la HEPUTMHUYHBI,
nedopMupoBanbl U paciidpeHbl. B psae ciydaeB (0COOCHHO 4acTO MPU HATMYUU
BOJIOKOH  Maxaiima)  MOXET  OTMEYaThCs  pa3iMyHas  BBIPAXKEHHOCTH
npeaBo30YKACHUS JKEIyA0UKOB: IMociie KopoTkux RR wuHTEpBanoB ormedaercs
OompIiee pacmupenne u Aedopmanms komruiekcoB QRS, yem mocie amuTeabHbIX
RR untepsanos. Ilpu Tpeneranum mpeacepanii puTM KEITyJOUYKOB MOMKET OBITh
MPAaBWIbHBIM WUJIM HEMPAaBWIBHBIM B 3aBUCUMOCTH OT KPAaTHOCTU IMPOBEJCHUSI IO
JIIIT. ITpu Tpeneranuu npencepanii ¢ nposeaeHrnem Ha xxenynouku mo JAIIIT 1:1 —
2:1, Kkak mpaBWwIO, HMEET MECTO WACHTUYHASA aKTUBALIMS JKEIIyJOYKOB,
MIPOSIBJISIONIASICS MOHOMOPGhHBIMU neopMUpOBaHHBIMH, YIIUPEHHBIMU
komruiekcamu QRS. Tlpu coxpanstomeicss moCTOSSHHON KPaTHOCTH IPEACEPIHO-

KEIyJ0YKOBOTO TPOBEACHUS BO3HUKAET 3JEKTpOoKapaAuorpaduueckas KapTUHA,
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TpeOyromas mnpoBeAeHUs Aud@epeHuanbHOro JauarfHo3a ¢ KJIACCHYEeCKOU
MOHOMOP(}HOI JKETyJOUKOBOM TaxuKapAueH.

Y OGompHBIX ¢ cuHapoMoM BIITY nomonHuTeNbHBIE MYTH MPOBEACHHUS HE
TOJNIKO BIHUSIOT Ha KoH(purypanuioo komruiekcoB QRS, HO u co3pator
JIOTIOJIHUTENIbHBIE BO3MOMXHOCTH ISl MPOHUKHOBEHUS MPEACEPAHBIX HUMITYIbCOB
Ha KEIYJOUKH. PUTM KelyZouykKoB BO BpeMs TpeneTaHus U GuOpWLISIUU
npeacepauit 'y 6ompHBIX ¢ cuHapomMoMm BIIY ompenensiercs GyHKIMOHATEHBIMHU
CBOMCTBAaMHU aHOMAJBHOTO NYyTHU: 4YeM Kopode 3(PQPeKTUBHBIA pedpaKkTepHBbIi
nepuoa nyduka KeHrTa, TEM BbIIIE YACTOTA PUTMA KEIYyJAOYKOB, KOTOpPas MOKET
nocrturath 300 m Oonee B MuHyty (puc.19). ¥V manmmeHTOB ¢ TpeneTaHHEM
npeacepauit Moryt HaOmonatbes mnepuonbl AB-npoeaenus 1:1 uwepes I
M3BecTHBI ciayyan TpaHcpopMmauuu GUOpWILIAUMU Tpencepauil B GuOpuIsauio
JKEIIYJOYKOB, 4YTO SBJIETCS OCHOBHBIM MEXAHU3MOM BHE3AIIHOW CMEPTH Yy

00npHBIX ¢ cuHApoMoM BITY.
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Puc.19. Qubpunnayus npedcepouti y 60abH020 ¢ cunopomom BITY ¢ nposedenuem no n. Kenma.
Yacmoma coxpawenuii scenyooukos 160-300 6 munymy.
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[Tapokcusmbl Tpenetanus U QUOPWILIISIUN TpPEACEpaUil TpPU CHUHIPOME
BIIY umMeroT kpaiiHe TspKelble KIMHUYECKUE NposiBiieHns. OHM 4acTO MPOTEKaroT
C  KoJularicaMd,  OOMOpOKamM,  KJIMHHUYECKOW  KapTHMHOM  OCTaHOBKH
KpOBOOOpaIieHus, 4To TpeOyeT TMPOBEACHUS SKCTPEHHBIX pPEaHUMAIIMOHHBIX

MEPOTIPHUSITHM.

1.4.3.2. Jleuenue

bonmpuble ¢ cungpomom BIIY Hepenko crpamaroT Kak MDapoOKCU3MaMmu
bubprusiiuu npeacepaui, Tak u npuctynamu [IOPT. Bepamamun u IUrokcus,
UCIIOJIb30BAHUE KOTOPBIX MOXKET ObITh 3P¢eKkTuBHBIM B oTHOoweHuu [IOPT,
JIOJKHBI OBITh MCKIIIOUYEHBI M3 MPUMEHEHHS Y MAaIMeHTOB ¢ cuHapoMoM BITY npu
HAINYUM TapOKCU3MOB (PUOPWLIALMM WM TpENeTaHus npeacepaud. OTu
npenaparbl CyIIECTBEHHO YKOPayuBaIOT 3((EKTUBHBIN pedpakTepHbId NEPHO]
JIIII, 4uro, xak ObUIO HPEICTaBICHO BBIIIE, CIIOCOOCTBYET ONAaCHOMY M Jaxe
(aTaJIbHOMY HapacTaHHUIO YaCTOThl PUTMA KEIYJOUYKOB BO BpEMS NPECEPIHBIX
taxuaputmMuii. Kpome Toro, y 3Tux OOJIBHBIX HE JIOJKEH MPUMEHATHCS aJI€HO3MH,
KOTOPBIN CIIOCOOEH MHUIMUPOBATH (GPUOPHILISIIUIO TPECEPANI C POBEICHUEM 10
JIIII. MeTtonoMm BbIOOpa IpH JieueHUU 00JIbHBIX ¢ cuHapomoM BITY, ctpanarommx
bubpusAIMen U TperneTaHueM Mpejcepani, apiusercs karerepHas adnarus I
[Tpu HEBO3MOKHOCTH MpOBeeHUST 00bHBIM KaTteTepHoi abmamuu JII1I1 mokazana
JUTUTEbHAS JIEKapCTBEHHAs Tepamnus npenapatamu | kiacca, mpexae Bcero I1C

kiacca (dranusuH, nadenoH) wi |1 kmacca (coranosn, aMmuogapoH, 103kl yKa3aHbI

B TaO. 1).

1.5. IlpopunakTuka u peaduauTanusa 00JbHBIX C
HAIKeJNyA0YKOBbIMU HAPYLIEHUSIMM PUTMa cepAna

HamxenmynoukoBele HapylieHUsS PUTMa cepilla, Kak TaKOBBIE, 3a PEIKHM
ucKIoueHueM (GuOpwUIAUg W/WIM TpPETeTaHue Mpeacepauid y OONbHBIX C
cuaapomoM Bonbda-IlapkuHcona-Yaiita) He OTHOCHUTCS K YIPOXKAIOIIUM >KU3HU

aputMusiM. Tem He MeHee, HATMYue HaHKeNTyI0YKOBBIX HAPYIICHUN pUuTMa cep/a
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MOKET OBITh OJJHUM W3 TIEPBBIX MPOSBICHUN KIMHUYECKN 3HAYNMBIX 3a00JIeBaHUI
CEPACUYHO-COCYAUCTON CHUCTEMBbI, 4YTO TpeOyeT NPOBEACHUS UM KOMILIEKCa
JIMarHOCTUYECKUX HCCIIeIOBaHUM (aMOyJIaTOpHO WM cTairoHapHo). IIporpamma
PO HITAKTHIECKUX MEpOMPUATUN n peabunuTanumn OOIBHBIX c
HaJ[KETyI0YKOBBIMH HApYIICHUSMU PUTMA CEp/illa MPEXKIE BCEro OMpeieseTcs
TSOKECTHIO OCHOBHOTO 3a00JICBAaHUS CEPJICUHO-COCYIUCTOU CUCTEMBI.

bonpmoe 3HadyeHne HMMeeT OCO3HAHHE OOJLHBIMH Ba)KHOCTH BEICHHS
3I0pOBOTO OOpasa XKW3HU M Mojaudukanuu (akTOpoB PHCKa BO3ZHUKHOBEHHUS U
MPOTPECCUPOBAHUS  CEPACUYHO-COCYAUCTHIX 3a00JieBaHUN (OTKAa3 OT KypeHus,
3JI0yNOTPeOJICHUsI  alIkOrojeM,  MOJJEpKaHue  yMEpeHHOM  (U3UYECKOU
aKTUBHOCTH, PETYJISPHOE BBINIOJTHEHUE (PU3HUECKUX YIPaKHEHUN, KOHTPOIb
apTEepUAILHOTO JABJICHUS TMPU apTEPUAIbHOW TUMEPTOHUHM, KOHTPOJIb YPOBHS
caxapa KpOBH IIPH CaxapHbIM auadere, Mojiep)KaHue HOPMaJbHOM Macchl Teja,
JICYCHWE afHoOd CHA, TOPMOHAJBHBIX HAPYLICHUH, KOPPEKLUHS  YPOBHSA
AJIIEKTPOJIMTOB KPOBU U JP.).

B 1mensx mnpoduiIakKTUKH COCYIHMCTBIX OCJIOXKHEHUN I1OCe MPOISayphl
KaTeTepHOW aljalyu Mo MOBOAY HAJKETyIOYKOBBIX HAPYIICHUN pUTMa Cep/la,
OOJIbHBIM TIOKa3aHO OTpaHMYCHHE (PU3MUECKUX HArpy3ok B TeueHue 1 Hemenu. B
ClIydyae OTCYTCTBUS  OCJIO)KHEHHH  TOCJIE€  BMEIIATENIbCTBA  IPOBEICHUS
CIIEHUAJIBHBIX pPEaOWIMTAIIMOHHBIX MEpOMNpUsATUid He Tpedyercs. B cimydasx
BO3HUKHOBEHHUS JIFOOBIX OCJIOKHEHHMH IOCIIE KaTeTepHOM abjaliy, B TOM YHCIIC
OTCPOYEHHBIX, pEKOMEHJ0BaHa CKopeHIas rOCHUTAIA3AINS B
CIIEUAIM3UPOBAHHBIN KapIMOJIOTHYECKUIN/KapIUOXUPYPTUUECKUM CTallMOHAD IS

IIPOBCACHUA HGO6XOI[I/IMBIX He‘-Ie6HO-I[I/IaFHOCTI/I‘-IeCKI/IX MepOHpHHTHﬁ.

1.6. [IpyHUMIIBI AUCTIAHCEPHOT0 HADJIIOeHUsI 00JBHBIX C
HAIKEJTYT0YKOBBIMY HAPYIIEHUSIMU PUTMA CepaIa

bonbHBIE C Ha,ZI)KeJIy,ILOLIKOBOﬁ BKCTpaCHCTOHHCﬁ, HAaIKEIyJOUKOBbBIMHA

TaxuKapausMu, GUOpWUIAIMEe W TpemeTaHueM MpeAcepAuii, KOTOPbIM
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IPOBOAUTCA MPOPUIAKTUYECKAs AaHTUAPUTMUYECKAsh WM YpeXawllas pUTM
Tepanusi JOJDKHBI  TOKM3HEHHO HAOMIOJaTbCid Yy  Bpaya-KapAauoJjiora ¢
NEePUOJIMYHOCTHIO BUBUTOB K Bpauy HE pexe 2 pa3 B IO, U JOMOJHUTEIBHO MPH
YXYALIEHUH COCTOSTHUS.

B ciywasx mpoBeneHHs OOJBHBIM HAJKEITYJOUYKOBBIMU TaXUKapAUSIMHU
(kpome GUOPHWIUIIMKM W TPENeTaHus TMpeacepanuil) YCHEeNIHONW KaTeTepHOU
abjlalid MCTOYHMKA apUTMUU M TPU OTCYTCTBUU OCJIOKHEHHH, CBA3AHHBIX C
JAHHOM TpolLeaypoH, OOJIbHbIE HE HYXIAIOTCA B JalbHEHIIEM AUCHaHCEPHOM
HaAOJIIOICHUH.

Bonbubie  ubOpuisinueir W TpemeTaHueM  NpeAcepAuidl  moclie
HEOCJIOKHEHHOM KaTeTepHOW abialuu W XUPYPrUuecKkoro JjedeHus (orepanuu
«JIabupuHT»/«MUHU-J[aOUPUHTY») TOJKHBI TPOXOJUTh MEIULUMUHCKUE OCMOTPHI Y
Bpayda-Kapauonora / CepAeYHO-COCYJUCTOrO0 XuUpypra / cHoeuuaiucra Mo
HHOBACKYJISIPHON JUArHOCTUKE U JICUECHUIO IBAXK/IBI B TEUCHHE MEPBHIX 6 MECSIICB
HaOr0/IeHus, nanee - 1-2 pasa B To/.

BonpHble  HAIKETYNOYKOBBIMH  TaXWKapAUSIMH  TIOCIE  OCJIONKHEHHOM
KAaTeTepHON abnaluu WIM XUPYPruyecKoro BMeELIATENbCTBA TPeOyrT Oojee
TIIATEILHOTO JMCIIAHCEPHOTO HaONIOEHUsl Yy Bpada-Kapauojora / cepAeydHo-
COCYIMCTOTO XHpYypra / cHeuuaiucTra MO 3HJIOBACKYJISAPHOW JMAarHOCTHKE U
JICYEHHIO, KPATHOCTh KOTOPOTO OMPEAEIISAETCA XapaKTEPOM OCIOKHEHUS.

OO6cnenoBanre OONBHBIX C HAKETYIOYKOBBIMU HAPYIICHUSIMU pPUTMA
cep/ilia BO BpeMsl IUTAHOBOI'O0 aMOyIaTOPHOrO BU3UTA K Bpady JOJKHO BKIIFOUATh B
ceOst mpoBerenue OKI' B 12 oTBemeHMSX, a Takke KOHTPOJIb OOIIEro u
OMOXMMHUYECKOTO aHaM30B KpoBU. llemecoobpasHo mpoBeneHrne OOIBHBIM
cyrouHoro/mMHorocyrouHoro Mmonutopuposanusi IKI', 9XOKI', a Takxke anaimza
KPOBH Ha TOPMOHBI IIIUTOBUIHOM KeJie3bl HE pexke | pa3a B roj.

[Ipu  yxynmmeHun  cocTossHMS (B Clly4ae  pPEIUIUBUPOBAHUS
CUMIITOMAaTUYECKOM  apUTMUHU, YXYAIICHHUS  MEPEHOCUMOCTH  XPOHHUYECKH
CYUIECTBYIOIIUX apUTMHI, MPH CHUKEHUH PabOTOCIOCOOHOCTH/ MEPEHOCUMOCTH

(1)I/IBI/IIICCKI/IX Harpys3oK, a TakKXkKe B ciaydasax BBISABJICHUA IMPU3HAKOB
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IPOTrPECCUPOBAHUSI OCHOBHOI'O 3a00JIEBaHUS CEPAECYHO-COCYIUCTOM CHUCTEMBI Ha
¢done mpoBoaUMOrO JiedeHHs) OOJIbHBIM MOKa3aHa BHEOUYEpEIHAs KOHCYJIbTAIlHs
Bpayda-KapAHoJIora JUlsl peleHus Bonpoca O Leiaecoo0pa3HOCTH FOCIUTAIN3alU B
CTHCIMATU3UPOBAHHBIN KapIUOJOTUYECKUI / KapauO-XUPYPTUUYECKHI CTalMoHap

I IIPOBCACHU A 06CJ'I€I[0B3HI/I$I H JICUCHMUSI.

1.7. AHTUTPOMOOTHYECKAS Tepanus y 00JbHbIX ¢ GUOpULIAIHUE
npeacepaui

Paznen cocTaBiieH Ha OCHOBE PEKOMEHIAIUH 110 IUArHOCTUKE U JICYCHUIO (GUOPHILISIIAN
npencepauii EBponeiickoro obmecrsa kapauonoros 2010 u 2012 rr., Poccutickux
pexomennanuii (PKO, BHOA u ACCX) 2012 1.

1.7.1. Cmpamuguxayus pucka uHcyibma u mpomooImooauii

Oubpwusanus npeacepauit (OI1) — camas pacnpoctpaHeHHas  (dopma
HapylIeHUd pUTMa CcepAlla, Haubosjee TpPO3HBIM  OCJIOKHEHHUEM, KOTOPOM
ABJISIIOTCSL  TpoMOo3amOosnueckue ocioxuenus (T3), cpenu kotopeix B 91%
CJy4aeB BCTpEYAECTCs umemudeckud uHcynbT (MU) kapanosmOoaudeckoro
npoucxoxaenusd. Ecam o0bequnuth Beex 00apHbIX DI, TOo puck UM/TO y Hux
YBEIMYEH B 7 pa3 IO CPABHEHUIO C JIMI[AMU TOW € BO3PACTHOM TPYIIIbI,
UMEIOIINX CUHYCOBBIN puTM. B HanbomwIeit crenenu (B 17,6 pa3a) puck MHCyIbTa
U TpoMO03MOonMii moBbileH y OoibHBIX ¢ @Il ¥ mopaxeHuem KianmaHHOTO
anmapara cepaua, Ho u 'y 6onbHbIX ¢ DIl Ge3 mopaskeHus: KilallaHHOrO ammnapara
cepana (B nanpHeimem He knananHas @II) puck uHcynbra u CO yBenuueH B 5,6
paza. MimeMuueckuit MHCYJIBT MPEJCTABISIET CO00M HE TOJNBKO MEAUIIMHCKYIO, HO

Y COIMAJIbHYIO MPOOJIeMy, TaK KaK 4acTO MPUBOIUT K CMEPTH UJIH CTOMKO.

1.7.1.1. Cywecmsyrouue nooxoovl K oyeHke pucka uHCyibma

Jist  amekBaTHOM MpOQUIAKTUKA TpoMOodMOonuit y OoxbHOro I
Ype3BbIYAHO BaXHO TPABWIBHO OIEHUTH PUCK  TPOMOOAIMOOIUYECKOTO
OCTIOKHEHUS. BpIsSBIEHWE KIMHUYECKUX IOKa3aTeNlei, CBA3aHHBIX C PUCKOM
MHCYJIbTA, CIIOCOOCTBOBAJIO pa3padOTKe KAl MO OLICHKE PHUCKA €ro pPa3BUTHSL.

Hawubosnee npoctoii u ya1o0HOM ISl TPaKTUKYIOIIUX Bpayel J0Jroe Bpems Oblia
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mkana CHADS, (Cardiac failure, Hypertension, Age, Diabetes, Stroke (doubled),
B OCHOBE KOTOPOM JIEKUT OanbHas OlleHKa (DaKTOPOB pUCKa. 3a HAMYHME KaXI0TO
dakTopa pucka MNPUCBAUBAIOTCS OAJJIbI, KCTOMMOCTBY» XPOHUYECKOW CEeplIeUHOU
HEJIOCTaTOYHOCTH, apTEPUAIBLHOM THUIIEPTOHWHU, BO3pacTta B 75 JIET W cTapuie u
caxapHoro guabeTa olleHMBaiach B 1 Oam, a HaMYUE UIIEMUYECKOTO UHCYIbTa
WIN TPEXOJAIIEro HapylIeHUs MO3TrOBOTO KpOBOOOpalleHUss B aHamMHeE3e B 2
Ooayma. Ilonp3ysich MaHHON CXEMOW CTpaTH(PUKALHMU PUCKA JIETKO IOJCYHMTATH
KOHKPETHYIO CYMMY OaJIJIOB y Ka)J0ro OOJBHOTO W ONPEACIUTh PUCK MHCYIbTA.
CymMa 6aiioB paBHasi JBYM U BBIIIE YKa3bIBala Ha BBICOKUM pUCK MHCYJbTa U CO
Y HE0OXOIMMOCTh Ha3HAUYECHUS AaHTUKOATYJISIHTOB.

Hecmotps Ha mpocrory u ynooctBo mkainsl CHADS, odeBuaHO, 4TO OHa HE
BKJIFOUAET LENbIM psia pacnpocTpaHeHHbIX DP, accommMpoBaHHBIX € HMHCYJIBTOM,
TaKUX KaK aTepOCKIEPOTHYECKOE MOPAKEHUE COCYZOB, BO3pacT =65 JIeT, )KEHCKUN
II0JI, OTHEJIBHOE BBIJEJIEHUE Bo3pacta crapume 75 ner. O4eBUAHO, YTO y MHOTHMX
NAIMEeHTOB, MONMAAAIMX B rpynny “Huskoro pucka” no mkaie CHADS, (cymma
6amtoB = (), peasbHast YaCTOTa MHCYJIbTA CYIIECTBEHHO BBIIIE U cyMMa B «(0» 6auioB
no mkaine CHADS; He mo3BOMSIET NOCTOBEPHO BBIABIATH MmaiueHTOB ¢ DIl u
“uctuHHO  HM3KkUM  puckom”. Ilosromy B 2010 romy mkamy CHADS,
MoubuIpoBany, 100aBuB B He€ psg HOBbIX DP mHcynbra. HoBas mikana oreHku

pucka uHCynbTa momyunia HazBaane CHA,DS,-VASc u npencrasnena B Taom. 4.

Tabauya 4. daxmopwl pucka mpomo0IMO0IUUEeCKUX 0CT0AHCHeHUl Y 6onbHbix DI u ux
3HAUUMOCMb 8 OaNNaAX

dakTopel pHCKa bajuibl
XCH/muchynkuus JDK

ApTtepuanbHas TUIIEPTOHHS

Bo3spact> 75 ner

Jnaber

NN/TUA/TD B anamHe3e

Cocynucrtoe 3a6oneBanue (IM B anamuese, AIIAHK, Ab B aopTe)

Bo3spact 65-74 rona

KeHckuit mox

©O R P PN RN R

MakcuManbHO BO3MOKHOE KOJIHYECTBO 0aJIOB

78



Pesynsrarer npoBepku mikansl CHA,;DS,-VASc B MHOTOYHCIICHHBIX KOTOPTAaX
OOJIBHBIX CBHJIETEIBCTBYIOT O TOM, YTO € €€ MMOMOILBIO JTYYILE BbIBIISIFOTCS MALIMEHTHI
¢ @I u3 rpynmnsl “UCTUHHO HU3KOTO PUCKA™ U HE XyXKe (a BO3MOXKHO U JIy4llIe), YEM C
nomotpio mkansl CHADS,, uneHTHUIMPYIOTCS MAlMeHThl ¢ BBICOKMM PHCKOM
uHCybTa 1 TO.

Cnenyer NONYEPKHYTh, 4YTO CYIIECTBYIOT M JApyrue IOKa3aTelu,
aCCOLIMMPOBAHHBIE C BBICOKUM pHCKOM HHCynbTa U CO y OonpHbIX ¢ DII
(cucronnueckas nuchynkuus — JOK  cpenHeTspDKENOW CTENEHW IO JIaHHBIM
nByxmepHor OXO-kapauorpapuu, a TakKe OIpeAesisieMble C MOMOUIBIO
ypecnuuieBogHon DXO-kapauorpaduu: Tpom603 JIII u ymka JIII, ocioxxHEéHHBIE
OJMSIKK B aopTe, BBICOKAs CTENEHb CHOHTAHHOTO HXOKOHTPACTUPOBAHUS,

CKOpOCTH KpoBoTOKa < 20 cM/cek B yike JIIT).

1.7.1.2. Oyenxa pucka kposomeyeHul

OcHoBHOM mpoOIEMON B JUIMTETLHOM aHTUTPOMOOTHYECKOW Tepamnuu
ABJIIFOTCS TEMOPPArnyecKUe OCJIOKHEHHs, KOTOPbIE MOTYT CBECTH Ha HET BCE
MPEUMYIIIECTBA OT aHTUKOAryJssHTOB y OonbHbIX ¢ DII. [TosToMy mpu npunHsTUM
pemieHusT O MNpOoPUIAKTUKE TPOMOOIMOOIMUECKUX OCIIOKHEHUN HE00XO0IUMO
OLIEHUTh COOTHOULIEHHWE PUCKOB HMHCYJIbTA M KPYIHBIX KPOBOTEUEHHH, O0COOEHHO
BHYTPUYEPEIIHbIX,  SBIAIOMIUXCS  HauOoJiee  OMACHBIMH  OCJIOKHEHUSMU
AHTUKOAryJIIHTHOM Teparivu, CIOCOOHBIMU BbI3BaTh MHBAIMIHOCTD U JaXX€ CMEPTh
MALMEHTA.

Jlis oueHku pucka kpoBoTeueHuil y OonbHbIX DIl skcnepTsl mpemiararoT
ucnoib3oBarh mkany HAS-BLED (tabn. 5), Tak kak oHa Obula mpoBepeHa B
HECKOJIBKMX  HE3aBUCUMBIX KOIrOprax M  IPOAEMOHCTPUPOBANA  HEIUIOXYIO

KOPPEJSILUIO C PUCKOM BHYTPUUEPENHBIX KPOBOTECUEHH.

Tabauya 5. Hnoexc pucka kposomeuenuti HAS-BLEED

byksa* K/IMHAYECKAsT XapAKTEePHCTHKA Yucno 6annos

H I'unepronus 1

A Hapymenne pynkiun nedenu wim rmovex (mo 1 1 v 2
6asy)

S WNucynbT 1
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B KpoBoteuenne 1
L JlabunsHoe MHO 1
E Bo3zpact >65 ner 1
D JlexapcTBa mim ankorosb (o 1 6amry) 1 vm 2

Makcumym 9 6aioB

* JlepBble OYKBbI aHTTIMHCKUX Ha3BaHUM

" «H» - I'mnepronus — cucronuueckoe Al >160 MM pT. CT., «A» - HapylieHUue QYHKIIUH ITOYCK
WIY TICUCHH: TUANTU3, TPAHCIUTAHTALMS TOYKU WIIM CBIBOPOTOYHBIN KpeaTHHUH >200 MMOJIB/IT;
XpOHHUYECKOe 3a00JIeBaHUE MTEUEHH (HallpUMep, [IUPPO3) Wi OMOXUMUYECKHE TPU3HAKU
CEephEe3HOTr0 MOPAXKEHUS MEeYCHHU (HallpuMep, ypOBEHb OMIMpYOHHA 10 KpaifHel Mepe B 2 pa3a
BbIIII€ BEpXHEH I'PaHUIbl HOPMBI B COUETAHUU C MOBBIIIEHUEM aKTUBHOCTH
ACT/AJIT/menounoit Gpocdarassl 6osiee ueM B 3 pa3a 0 CPaBHEHHIO C BEPXHEW IpaHHLICH
HOPMBI U T.J.), «S» - HHCYJIbT B aHaMHe3e; «B»— KpoBoTeueHue B aHAMHE3€ U/UITU
IIPEIPacIoNOKEHHOCTh K KPOBOTEUEHHIO, HAIIPUMED, TEMOpparuiecKuii Auares, aneMus 1 T.1.,
«L» - nabunsnoe MHO — nectabunsnoe/Bricokoe MHO unu <60% wusmepenuit MHO B
npezenax 1neyneBoro auamazona, «E» - Bo3pact crapie 65 net, «D»- nexapcTBa/ankoromns —
COIYTCTBYIOIIUN PUEM aHTUTPOMOOIIUTAPHBIX, HECTEPOUTHBIX MTPOTHBOBOCHAIUTEIHHBIX
Ipenaparsl, WK 3J0yHOTPEOICHUE AJTKOTOJIEM.

OueHka prcka KpOBOTE€UEHUM pekoMeHayeTcst y Bcex 0onbHbIX DIl nepen
HayaJgoM aHTUKOAryJssHTHOU Tepanuu. Cymma OasmioB no mkaine HAS-BLED>3
yYKa3bIBa€T Ha BBICOKHI PHUCK KPOBOTEUEHUH, HO HE O3HAYAET, UTO HYXKHO
OTKa3aTbCAd OT AHTUKOAryJIsSHTHOW Tepanuu. [logoOHBIE NaUMEeHTBHl TPEOYIOT
BbIOOpa Oojiee 0€30MaCHOrO AHTUKOATYJSHTA W TMPUCTAIBHOTO KOHTPOJIS 3a

MOTEHIIMATLHBIMU UCTOYHUKAMH KPOBOTECUCHUH.
1.7.2. Aumumpomoéomuueckue npenapamaot

MHorouunciaeHHble KIMHUYECKUE HCCEI0BaHUsl yOIUTENbHO MOATBEPANIN
3 PeKTUBHOCT aHTUTPOMOOTHUYECKOUN Tepanuu y OonbHBIX ¢ DII. B Hacrosee
BpeMsl OCHOBHBIMU AHTUTPOMOOTHYECKHUMH IpernapaTamM g NpOPUIaKTHKA
WHCYJIbTa W CHUCTEMHBIX SMOoymi y OonbHbIX DIl sBAstOTCS TNEepopaibHbIe
aHTUKOAaryiasHTel. K HUM OTHOCSTCS aHTaroHuctbl BuTaMuHa K U HOBBIE
NEepopajibHbIE AHTUKOATYJSHTBl - TEPOPANbHBI HHTUOUTOpP TpoMOMHA -
naburatpaHa STaKCWJIAKT (llajee s KpaTKOCTH AaOuraTpaH) ¥ MHTHOUTOpbI X

dakTopa (anmukcabaH, puBapokcadaH, 310kcadaH).

1.7.2.1. Anmumpomboyumapuwie npenapamol (ayemuncanuyunosas

Kucioma, Kionuoozper)
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OddexkTuBHOCTH AlEeTUICATULIHIOBOMN KHUCJIOTBI (acniupuHa) B
nporIIaKTUKE HWHCYJIhTa HEBBICOKA, Opd 3TOM PHUCK KPYOHBIX (H
BHYTPHUUEPEINHBIX) KPOBOTEUEHUN Ha (hOHE MpueMa aclHUpHUHA CYIIECTBEHHO HE
OTJINYaeTCsl OT pPHUCKA TeMOpparuid TMpU HCHOJB30BAHUM  TEPOPATBHBIX
AHTUKOATYJITHTOB, 0OCOOCHHO Y MOKUJIBIX MAIMEHTOB.

[Ipumenenne  KOMOMHAIIMM JBYX AaHTUTPOMOOILIMTAPHBIX IMpEnapaToB
(aumeTWICanuuMIOBOM KHUCJIOTBI M KJIOMHJIOTPENA) B COOTBETCTBUU Cc
COBPEMEHHBIMH PEKOMEHJAIUSAMU OTPAHUYEHO TPYNMoWl OOJIbHBIX, KOTOPHIE B
CUTJIY Pa3HbIX OOCTOATENILCTB OTKA3bIBAIOTCS MPUHUMATH JIOOBIE TMEpOopabHbIe

anTukoaryisiHTel (ABK 1 HOBbIE epopalibHbIE aHTUKOATYJISTHTHI).

1.7.2.2. Anmaconucmor eumamuna K

CornacHo NpUHIMIAM JO0Ka3aTeJIbHOM MEAMIIMHBI, OJHUMU U3 OCHOBHBIX
npenaparoB sl TPO(PHIaKTUKYA UHCYJIBTA U CUCTEMHBIX TpoMO0oaIMOouii mpu DI
aBisitorcs: aHTaroHuctel BuTamuHa K (ABK). Mera-ananu3 6 wuccinenoBaHuid,
BtounBIIMK 2900 OosbHbIXx DII, BBISIBUI CHUXKEHHUE OTHOCHUTEJIBHOTO PHUCKA
uHCynbTa Ha 61% 1pu ucnonp3oBaHuM BapdapuHa. Yactora remopparuii B rpymre
Bap(papuna coctasisiia 0,3% B rox npotus 0,1% 3a roa B rpymnme miameoo.

[lenecooOpa3HocTh ucnonb3oBaHusg aHTaroHuctoB ButamuHa K (ABK)
cienyeT paccMmarpuBath y OonbHbIX ¢ DIl mpu Hamwumu, MO MEHbIIEH Mepe,
onHoro ¢akTopa pucka TpomMOOIMOOIMYECKHX ochoxkHeHu. [lpu npuHsITHN
pemeHns o HazHaueHnn ABK crnenyeT ocymiecTBUTH TINATENbHBIA TOUCK
BO3MOKHBIX MTPOTUBOIIOKA3aHUM M YUECTh MPEINOYTEHUS 00IBHOTO.

N3 antaronucroB ButamMuHa K MPEANOYTeHUE CJIEAyeT OTHAaTh
MPOU3BOJIHBIM KyMapuHa (BapdapuH, alleHOKYMapoJi), KOTOPhIE M0 CPaBHEHUIO C
MPOU3BOJIHBPIMA  MHAAHANOHA MMEIOT TMpeuMyIllecTBa B (apMaKOKHHETHUKE,
oOecrieunBasi TpeCKa3yeMblii W Oojiee CTaOWIBHBIA aHTUKOATYJISIIMOHHBIN
sbdext mpu mnurenbHOM mpueme. lIpowsBonmHble wHIaHIUOHA ((HEHHHIUOH)
paccMaTpHUBaKOT JIMIIb KaK aJbTEPHATUBHBIN IpenapaT Ipu HEMEPEHOCUMOCTH WIIH

HEJOCTYITHOCTH MPENnapaToB KyMapHuHOBOIO pPsAa.
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Haznauenme mnroboro anraronucra BuTamuHa K Tpebyer o06s3arenbHOro
KOHTPOJISI MEXKJIyHApOJAHOTO Hopmanu3zoBaHHoro otTHomeHuss (MHO) kak Bo
BpeMs MoJ00pa WHIUBUYAIbHON JTO3bI MIpenapara, Tak U Ha MPOTSKEHUU BCETO
nepuoAa JedeHus. B Hacrosiee BpeMs YpPOBEHb AHTUKOATYJSIIUUA TPU
NPUMEHEHUU aHTAaroHUCTOB BuTamMuHa K OIleHMBalOT Ha OCHOBAHHMM pacuéra
MHO. Ins npodunakTUKu UHCYJIbTa U CUCTEMHBIX TPOMOO0IMOOIHI Y OOJIBHBIX C
®II 6e3 mnopaxeHuss KiamaHoB cepama neaeBoe MHO  paBHo 2,5
(TepaneBTHueckuit aumanazoH ot 2,0 mo 3,0). Ilpm »s>ToM jauamazoHe
o0OecrieynBaeTcsd  ONTUMAJIBHBIA  OamaHc  Mexay  A(QQPEeKTHUBHOCTBIO U
0€30MacHOCTHIO JICUEHUS.

CraHapTHBINA aIrOpUTM MoAOOpa Tepanuu BapdapuHa TpeOyeT Ha3HauYeHUs
HACBIIIAONIEH JT03bl C JAIBHEUIINM TUTPOBaHHEM €€ moj kKoHTpoireM MHO no
ONpENENICHUs] WHIUBUAYAIbHOW moaaepkuBaromieii. CrapToBas HachlaOMas
J103a COCTaBMsAET S - 7,5 M.

Menbinass Hacelmjatoniass fo3a BapdapuHa (MeHEe 5 Mr) MOXKET ObITh
pexoMeHIoBaHa OOJbHBIM cTapiie 70-TH JIeT, UMEIONUM CHIKEHHBIE MacCy Tela
U coJiepKaHue Oeka CHIBOPOTKU KPOBHU, a TaKXKE MPH SIBJICHUSX MEYECHOYHOU WITH
MOYEYHON HEJOCTATOYHOCTH, HAPYIICHUH (YHKIMU I[IATOBUIHOM >KEJIE3bl,
COMYTCTBYIOLIEH Tepanuu aMHOJApOHOM U B PAHHEM MOCJICONEPAIMOHHOM
nepuoge. IIpodunaktuka mHcynbpTa ¢ nomoinbio ABK cuutaercst a3dpdhekTuBHOIM,
ecinu npoueHt uaMmepeHud MHO, momaBmMx B TEpaneBTUYECKH JUAIa3oH y
Kaxoro 6osibHOTrO, TipeBbimaeT 60%. Tepanesrrueckue 3nauenrss MHO noimkHbBI
JIOCTUTaThCs Y BCEX MAIIMEHTOB, BKJIIOYAs JIMII MMOXKHUIOTO BO3pacCTa.

UyBCTBUTEIBHOCTh nalureHTa K Baphapuny 3aBUCHUT oT
(bapMaKkOreHETUYECKUX  OCOOEHHOCTEW, B  YaCTHOCTM OT  HOCHUTEJIbCTBA
nosmMopu3mMoB reHoB 1uToxpoma P450 2C9 (CYP2C9), xonTpommpyromero
MeTabosn3M BaphapuHa B eueHH 1 KomIuiekca 1 BuramuH K amokcun peaykrasbl
(VKORC,) — MoJIeKyJIbI-MHUIIICHN aHTarOHUCTOB BUTamuHa K.

HocutensctBo pazmuunbix renotunoB CYP2C9 u VKORC; oxaspiBaroT

BJIUSIHHE HA TOTPEOHOCTh B CYTOYHOM 03¢ BapdapuHa, U aCCOLUUPYETCS C
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pUCKOM  KpoBoTeueHuid. HocHTenbcTBO  TOIMMOP(PU3MOB,  TOBBIMIAOIIAX
YyBCTBUTEIHHOCTH MAIMCHTAa K Bap(hapuHy, HEPEAKO B €BPOICUCKON MOMYJISAIIAH,
Y OHM MOTYT COYETAThCH.

EBpomneiickue 3KCIepThl CUUTAIOT, YTO PYTUHHOE TEHOTHUITUPOBAHHE IEpe]
HayaJoM Tepanuu Bap(apuHOM He TpedyeTcs, Tak KakK 3aTpaThl HA MCCIEI0OBAHUE
dbapmakoreHeTUKH BapdaprHa HE OKYIalTCs y O0JIbIIMHCTBA O0sbHBIX. OHAKO,
3aTpaThl MOTYT OBITh OINpPaBJAHHBIMH Yy TIAIIUEHTOB C BBICOKUM PHCKOM
KPOBOTEUEHUI, HAYMHAIOIMX JICYEHUE aHTaronncraMu Buramuna K.

B ¢epane 2010 r. FDA B CIIA couna He0OXOUMBIM BHECTH JIOTIOJIHEHHE
B HMHCTPYKIMIO TI0 TPUMEHEHHUIO BapdapuHa, OTpaXkarollee 3aBHUCHMOCTh
MOJIJIEP>KUBAIOIIMX 03 Mpernapara oT HocutenbcTBa noaumopduzmo CYP2C9 u
VKORC, (Tabx. 6). B ciyuasx, korna y 6onbpHOT0 ¢ @I M3BECTHBI MOIUMOPPUIMBI
CYP2C9 u VKORC; , mig pacuéra TNepCOHAIBHBIX HACBHIAIOIICH U
nojJiep kuBaroniei 103 BapdapuHa MOXHO ucrnoisib3oBaTh anroputMm B.F.Gage,

pa3MeniéHHbBIN Ha caiite Www.warfarindosing.org.

Tabauya 6. Pexomenoayuu FDA no séenuuunam noooepacusarouux 003 sapgapuna 6
3aeucumocmu om Hocumenvcmea noaumopguzmos CYP2C9 u VKORC,

VKORC, CYP2C9

*1/*1 *1/%2 *1/*3 *2/%2 *2/*3 *3/*3
GG 5-7 mr 5-7 mr 3-4 mr 3-4 mr 3-4 mr 0,5-2,0 mr
GA 5-7 mr 3-4 mr 3-4 mr 3-4 mr 0,5-2,0 mr | 0,5-2,0 mr
AA 3-4 mr 3-4 mr 0,5-2,0 mr | 0,5-2,0 mr | 0,5-2,0 mr | 0,5-2,0 mr

PesucrentHocth Kk Bapdapuny (morpedHOCTh 20 Mr um Oonee IS
nojjepkanus TepaneBTuueckux 3HadeHuit MHO) BcTpeudaetcs penko (He Ooliee
1% oT Bcex mMpUHUMAIOITUX Bap(apuH).

CamocrositennbHOe MoHHTOpupoBanue MHO ¢ momomipio crienuanbHbIX
MOPTATUBHBIX AHAIM3ATOPOB CUMTACTCS BO3MOXKHBIM, €CJIM MAIUCHT WU TOT, KTO
O HEM 3a00TUTCS, B COCTOSHUU BBINOJIHUTH HEOOXOAMMBbIC MaHUTyJsuu. [lpu

9TOM BaXHO HpOﬁTH npeaABaApUTCIbHOC O6y‘{€HI/I€ Yy crnenyuaincra U OCTaBaThbCsa B
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KOHTaKTe C BpayoM, a MpUOOPHI JJIT CAMOCTOSITEIbHOTO MOHUTOpUpoBaHuss MHO

JOJIXKHBI OBITH KAYECTBEHHLIMU U OTKaJ'H/I6pOBaHHBIMI/I.

1.7.2.3. Hosbie nepopanvHvle aHmMuKoazyisHmol

Hoseie nepopanbnbie anTukoaryisiutel (HITAKTY) nensarca na nBa kimacca:
MpsIMble THTMOUTOPHI TPOMOMHA (JTaburatpaHa 3TaKCWIAT) U MPSIMbIe HHTHOUTOPBI
dakTopa Xa (puBapokcabaH, ariukcadaH, 370kcabaH ). B oTanuue oT aHTaroHUCTOB
ButamuHa K, ymeHbImmaronmx oOpa3oBaHHE HECKOJIbKMX BUTAaMUH K-3aBHCHMBIX
daktopoB cBepthiBanus kpoBu (¢akropsl 11, VII, IX u X), HITAKD cenextuBHO
MHTUOUPYIOT TPOMOUWH MK Xa (pakTopbl CBEPTHIBAHUS KPOBH.

HoBbie nmepopasibHbIe aHTUKOATYJISTHTHI TPEICTABIISIOT COO0M aTbTepHATHBY
aHtaronucraM BuTamumHa K gus npoduimakTUKM  TPOMOOIMOOIUYECKUX
ocioxxHeHnil y 6osbHbIX ¢ DIl HeknamanHoro reneza. Hecmorpss Ha Hanuuue y
HOAK ompezaeneHHbIX MpeuMyIIecTB (MpeACcKa3yeMblil  aHTUKOATyJISTHTHBINA
ahdexkr 06e3 HEOOXOAMMOCTH TIOCTOSSHHOTO KOHTPOJISI 3a  IOKa3aTesMH
CBEPTHIBAEMOCTH KPOBH, MCHBINIAs CTEIICHb B3aWMOJACHCTBHUS C JICKAPCTBEHHBIMHU
npenaparaMi M TUIIEBBIMH MPOAYKTaMH, 0oJiee KOPOTKHM TMEepUOJa BBIBEIICHUS,
Jdyd4inee CooTHOIIeHHE J((EKTUBHOCTH U OE30MaCHOCTH), WX MPABHIBHOE
MpUMEHEHUE B TTIOBCEAHEBHOM MPAKTUKE TPEOYET psilia HOBBIX MOAXO0B.

[Ipu BBIOOpE TIEPOPATBLHOTO AHTUKOATYJISIHTA HAJI0 YYUTHIBATH CIIETYIOIIHNE
(baKThI:

1. ITatmenTs! ¢ OII, BomeArie B UCCIEIOBAHUS C HOBBIMH MEPOPATBHBIMU
AHTHKOATYJITHTAMH, Pa3IUYaIUCh 0 PUCKY WHCYJBTA, OMPEACIIEMOro Mo IIKale
CHADS;. Ilpu TOM B HUCCIIEIOBAaHUH C PUBAPOKCAOAHOM PUCK MHCYJIBTA OKa3ajcs
BhIme (cpenamii 6amn o mkaine CHADS, coctaBui 3,5), 4eM B HCCIICIOBAHUSX C
anmMkcabaHoOM W JaburaTpaHa ATEKCUJIATOM (CpeIHHMM Oalil Mo IKaje B 000uX
ciydasix coctasysut 2,1).

2. Tlo 3>¢¢deKTUBHOCTH B OTHONIICHWH CHW)KCHHS COBOKYITHOM YaCTOTHI

WHCYJIbTA U apTepUANIbHBIX TPOMO03MOO0IMi anukcaban U gaburarpaHa STEKCUIIAT
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B o3¢ 150 mr 2 paza/cyt npeBocxoaat Bapdapus, a 3h(HEKTUBHOCTh JabUTraTpaHa
sTekcunara B go3e 110 mr 2 pa3a/cyT u puBapokcabaHa cpaBHUMA C Bap(hapuHOM.

3. IlpeumyimectBo mnepen BappapyHOM B  OTHOIICHUM CHUKEHUS
OTHOCUTEJBHBIA PUCK UIIEMHYECKOT0 HMHCYJIbTA/UHCYJIbTa HEYTOUYHEHHOU
ATUOJIOTUHA OTMEYEHO TOJIbKO Yy JaburaTpaHa sTekcuiara B 1o3e 150 mr 2 pasza/cyT.

4. Ilpu yuyere COBOKYMHOM YacCTOThI KPYMHBIX KPOBOTEUEHUN OE30MaCHOCTD
naburarpana 3Tekcmiara B go3e 150 mr 2 pasza/cyT u puBapokcabaHa CpaBHHMa C
BapapuHoMm, a anukcabana u maburarpaHa B jgo3e 110 mr 2 pasa/cyt umeer
MPEUMYIIECTBO Nepes BappapruHoMm.

5. Ilpu cpaBHeHUU ¢ BapdhapuHOM HCIOJIB30BaHUE O0EUX /103 JadurarpaHa,
puBapokcabaHa W amnukcabaHa COMNPSHKEHO C 0ojee HU3KUM OTHOCHUTEIbHBIM
PUCKOM T€MOPPArMYECKOro MHCYJIbTA U BHYTPUUYEPETHBIX KPOBOTEUECHHI; HAPSIAY
C 3TUM IIpHU UCIIOJIb30BAHUHU JaburarpaHa sTekcuiara B n1o3e 150 mr 2 pasza/cyt u
puBapokcabaHa IMOBBIIIAETCS OTHOCUTEIbHBIM PUCK KPYIHBIX KPOBOTEUEHHH W3
KEITYJJOUHO-KUILIEYHOTO TPAKTA.

[lepen naznauenuem HIIOAK y GombHoro ¢ @Il HE0OXOaUMO OILICHHUTH
COOTHOIIIEHHE MOJIb3bl U PUCKA OT HA3HAUYEHUS aHTUKOATYJISHTHOM Tepamuu, a
3aTeéM BbIOpAaTh KOHKPETHBIM  AHTHUKOAryJSHT, OCHOBBIBASICb HA HMEIOLIUXCSA
NOKa3aHUAX K €ro MPUMEHEHHUIO, a TAaKXKE C y4eTOM MpeAnoyTeHui nanuenTa. [pu
Bb10Ope HITIOAK BaXHO y4MTHIBaTh KIMHUYECKOE COCTOSIHUE MALUEHTA, MPUEM
COIYTCTBYIOIIMX MEIMKAMEHTO3HBIX IPENapaTroB, HEKOTOPbIE W3 KOTOPBIX HE
MOTYT OBITh UCTIOJIb30BaHbl U3-3a HeOIaronpusTHoro B3aumosnenicteus ¢ HITOAK.
Hepemien Bompoc 0 BO3MOXHOCTM NPUMEHEHHUSI HOBBIX  MEPOPaTbHBIX
AHTUKOATyJSSTHTOB Yy O4YE€Hb MOXWIBIX MAalMEHTOB C MHOIOYUCIECHHBIMU
COITYTCTBYIOLIMMH 3a00JI€BaHUSMU, TPUHUMAIOIIUX PA3JIMYHbIE JIEKAPCTBEHHBIE
CpPEICTBA, IJIOX0 COOIIOIAIONINX PEKUM JICUEHHS, @ TAKXKE Y OOJNBHBIX C TSKEION
MOYEYHOM HEJOCTaTOUYHOCTHhIO (T.K. MOAOOHBIE OOJNBHBIE HE BKIIOYAINUCH B
uccienoanust ¢ HITAKT'). JlaHHbBIX, yKa3bIBalOIIMX Ha MPEUMYILECTBA OHOTO
HITAKI" Hax apyrum HET, Tak Kak Ipenaparsl HAlpsIMyH0 HE CPaBHUBAIUCH. Tem

HC MCHCC, HCKOTOPLIC OCOOCHHOCTH KaXXIa01ro U3 TpéX HOBBIX aHTHUKOAI'YJIIHTOB, a
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Takke UX 3((HEKTUBHOCTH B CPABHEHUU C BappapUHOM CJEIyeT YYUTHIBATH NpHU

BI>I60pe OIITUMAJIBHOI'O IJIsI KOHKPCTHOT'O 0OJIBHOTO AHTUKOAr'yJIsIHTaA.

1.7.2.4. [Ipakmuueckue coobpadicenuss u KOHMPOb 3a OE30NACHOCMbIO NpU
JleYeHUU HOBbLMU NEPOPATLHIMU AHMUKOALYIAHMAMU

buongoctynHoCTh U (papMaKkOKUHETHKA Ja0uraTpaHa U anukcabaHa HE 3aBUCAT
oT npuéma nuim. B Toxxe Bpemsi OMOI0CTYITHOCTh pUBApOKCadaHa yBEIMUUBACTCS
Ha 39% npu npuéme BO BpeMS €/bl, IO3TOMY JIaHHBIN IpenapaTr peKOMEHIyeTCs
IIPUHUMATh BMECTE C MUILIEH.

Bce HITOAKT B Toit Ui MHOM CTETIEHU BBIBOASTCA MOYKaMHU (HaburatpaH a0
80%, anukcabaH 1 puBapokcadaH cOOTBETCTBEHHO 110 27% u 35%), mo3ToMy BceM
nanuentaM, npuHumaromuM HITOAK, noka3zan perynsipHblii KOHTpOIb (QYHKIUU
nouek. [ 6osbHBIX ¢ HOpManbHOU QyHkuuen nouek (KnKp >80 mu/mun) nnm
Jerkol moyeuHou HemoctarodHocThio (KinKp 50-79 Mn/MUH) KIUPEHC
KpEaTMHUHA CcIeAyeT ompenensats 1 pa3 B roa. Y NAMEHTOB C YMEPEHHOHN
nouyeyHoil HemoctatoyHocThio (KnKp  30-49 mn/MuH) knMpeHc KpeaTMHUHA
CIEIyET ONpeaesiTh 2-3 pa3a B roj.

B3anmoneiictBusa HoBoIX HITOAKI ¢ yacTo mpuMeHsieMbIMU JIEKAPCTBEHHBIMU
npernaparaMu MpeCcTaBiIeHbl B TAOIHUIE /.

Tabauya 1. Jlekapcmeaenusvie g3aumooeticmeus u 8v160p 00361 HIIOAKT'

IIpemapat JHaburatpan PuBapokcaban AnmkcabaH

AtopBacTaTuH + 18% He Bnuser JlaHHBIX HET
JluroxcuH He Bausier He Bausier JlaHHBIX HET
Bepanamun MuHuManbHbeId 3G GeKT JlaHHBIX HET

(ncmonp30BaTh €
OCTPO’XKHOCTBIO TIPH KITUPEHCE
KpearuHuHa 15 — 50 mu/Mun)
Juntnazem He Bnuser MuHuManbHbeId 3G GeKT + 40%
(ncmonp30BaTh €
OCTPOXKHOCTBIO TIPH KITUPEHCE
KpearuHuHa 15 — 50 mu/Mun)
XUHUIUH + 50% + 50% JlaHHBIX HET
AMunonapoH +12 - 60% MunuManbHbIN 3¢ ekt JlaHHBIX HET
(ucmonbp30BaTh €
OCTPOXKHOCTBIO TIPH KITUPEHCE
kpearuauna 15 — 50 mu/MuH)
Jponenapon JlaHHBIX HET JlaHHBIX HET
KeTokonazon,
WtpakoHnasog,
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Bopukonason ‘

D1r0K0HA30IT JlaHHBIX HET + 42% (mpu cucrematndeckoM | JlaHHBIX HET
MIPUMEHEHUN )

Iuknocnopun JlaHHBIX HET
Takponumyc

Knapurpomunun,d | + 15— 20% JlaHHBIX HET
PHUTPOMHUIIMH

Wuruburopst
nporeas
(puTOoHaBHP)
Pumpamnuims,
Kapbamazenms,
dennTonH,
denobapouTan
AHTanuas -12- 30% He Bausier JlaHHBIX HET
WHTHOUTOPHI
MPOTOHHOM MOMITHI,
H; petienitopos)

IIpumeuanue: Oeiblii LIBET — U3MEHEHUE J103bl HE TpedyeTcs; KpacHbIN LBET — MPUMEHEHUE
IIPOTUBOIIOKAa3aHO; OPAHKEBbII I[BET — PEKOMEHYETCSl CHUKEHHE J103bI (adburatpan co 150 mr
4 2 pasa B JicHb 10 110 Mr 1 2 pa3a B JieHb, 1 puBapokcadbana ¢ 20 mr x 1 pa3 B aeHb 10 15 mr
x 1 pa3 B neHb, 118 anukcadbaHa ¢ 5 Mr x 2 pasa B JIeHb A0 2,5 MI' X 2 pa3a B JIeHb); JKEJIbli 1IBET
— BO3MOXXHO CHW)KEHHE [03bl, €CIM HMEIOTCS TaKue JIONOJIHUTEIbHbIE (AKTOPhI pHUCKa
KpPOBOTEUECHH, KaKk HapymeHne (yHKIMH MOYeK, BO3pacT crapiue 75 nert, Bec Hmxe 60 Kr

HoBbie mepopanbHbie aHTUKOAryNIsiHTBI, B oTiauure oT ABK, He Tpebyror
noadopa M03bl IO pe3yibTaTaM CHeNU(PUUIECKUX KOaryJasIMOHHBIX TECTOB.
Hecnemuduueckre KoaryasiiMOHHBIE TECTHI MOXXHO HCIIOJb30BaTh JJIA MPOBEPKHU
HAJIMYMs aHTUKOATYJISTHTHOTO IEUCTBUS (HO HE €r0 BBIPAKECHHOCTH). DTH TECTHI HE
CIEIyeT HCMOJIb30BaTh IS  KOPPEKUMH  JI03bl  HOBBIX  IMEPOPAIBHBIX

AHTUKOATYJISIHTOB. 3HA4YEHHsI TIOKa3aTeled KoaryJorpaMMbl, IIpU KOTOPBIX

YBEIMYMBACTCSI PUCK KPOBOTCUCHUM, TPUBEACHBI B Ta0. 8.

Tabnuya 8. unamuka nokasamenei Koazyno2pammsl npu mepanuu HO8bIMU NEPOPaNTbHbIMU

AHMUKOA2YNIAHRMAMU
HE MOXET BbITh UCITOJIb30BAHO /JAHHBIE O BJIMAHWUU OTCYTCTBVYIOT
Haburarpan 150mr x2p/n Pusapokcaban Amnmkcaban
[IpoTpoMOHHOBOE Bpemst AUTB, AUTB,
AmnTHTeNna K Qaxkropy Xa I'emoxiior (TpomMOuHOBOE Bpemst | ['eMokioT (TpoMOMHOBOE BpeMs B
(XpOoMOT€eHHBIE aHAIIH3HI) B Pa3BEICHUN) pa3BeqeHNH),
MHO, MPOTPOMOMHOBOE BpeMs,
3TAaKPUHOBOE BPEMs MHO,
3TaKpUHOBOE BpeMs
AnTHTENA K akTopy Xa
(XpoMoOreHHbIE aHAJIN3bI)
MOXET BbITh UCIIOJIB3OBAHO
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Jaburarpan 150mr x2p/n PuBapokcaban

AUTB Ormpezaenenne TPOTPOMOMHOBOTO BPEMEHH C
ncnonb3oBanreM Habopa Neoplastin ®

OxmunaeMbiil ypoBeHb | BenmdamHa mokasartenst, mpu OxunaeMbiii ypoBeHb i 0onbHBIX ¢ DIl Ha
gepes 2 yaca 1mocjie KOTOPOM YBEIININBACTCS MMMKe KOHIIEHTpamuu (depe3 2-4 daca Iocie
npuema - T B 2 pa3a OT | pUCK KpOBOTeueHH - Oonee | mpuema) coctasisieT 14-40 cek mocie mpuema
MCXOIHOTO YPOBHS. 80 cexyHp (6onee ueM B 2 20 mr, u 10-50 cex y mammentoB c¢ XIIH,
OxunaeMblil ypOBEHb | pa3a OT HCXOQHOTO YPOBHS). | MPUHUMAIOIIKX 15 MT B CYyTKH

gyepes 6-12 yacoB OtpakaeT npuOIU3UTETbHYIO

nocie npuema - T B KOJINYECTBEHHYIO OLIEHKY MPUCYTCTBHUS

1,5 pa3a oT HCXOTHOTO mpemnapara B Iia3mMe KpoBu™

YPOBHSL.

I'emokmor AmnTHTena K gpakTopy Xa (XpOMOTEHHBIC
(TpoMOMHOBOE BpeMs B pa3BEICHNN) aHaJIN3bI)

Bennuunna nokasatens, Ipu KOTOpoM yBesnnunBaeTcs | KomumuecTBeHHBIN aHAN3: JaHHBIE 110

PHCK KpOBOTeUeHHH > 65 cek miu >200 HM/MIL. IIOPOr'OBBIM 3HAYEHUSIM JUIsl KPOBOTECYEHUN U

TPOMOO30B OTCYTCTBYIOT

DTaKpUHOBOE BpEMs

Oxunaemblil ypoBeHb | Benmnumna mokaszatess, mpu

yepes 2 yaca nociue KOTOPOM YBEJIHYHUBAETCS

mpuema -1 B 3 paza OT | pUCK KPOBOTCUCHUU - > UeM

HUCXOJHOTO YPOBHS B 3 pa3a OT UCXOJHOTO
YPOBHS

*-yBeNMUeHUE MPOTPOMOMHOBOTO BPEMEHHM BO3MOXKHO YKa3bIBAaCT Ha IOBBIMICHHBIA PHCK
kpoBoteueHuit (EHRA Practical Guide 2013, Pexomennaruu PKO, BHOA u ACCX, 2014r)
@II - pubpusIsAUs pencepauii

XIIH — xpoHnueckas 1noyeyHas HeI0CTaTOYHOCTb.

1.7.2.5. Cmena nepopanvhvix aHmukoa2yisiHmos

IIpu nmepexojie ¢ mpremMa OJHOrO MEPOPATBHOTO aHTUKOATYJISIHTS HA APYrou
KpailHE Ba)XXHO COXPaHUTh AaJCKBaTHYK CTENEHb AaHTUKOATyJSIIIUU  TMpU
MUHHUMaJIbHOM PUCKE F€MOPParnueCcKux OCIOKHEHHII.

IIpu nepexome ¢ anraronucrtoB BuramumHa K nHa HIIOAK, npuem
MOCIEIHUX MOJKET OBITh HadaT, Kak ToJbko BeimunHa MHO craner Hmke 2,0,
MOCKOJIbKY BC€ OTH TIpemaparbl XapaKTepU3YyIOTCS OBICTPHIM HACTYILJICHUEM
aHTUKOATryJISHTHOTO 3(dekTa (moapodHO cM. B MHCTpyKUMSX MO NPUMEHEHHIO
npenapata). Ecnu Benumunna MHO coctaBasier 2,0-2,5, Hayath npuem HITOAKT
ayuiue Ha caenyromuii nenb. Eciu MHO 6onee 2,5 nenecoodpa3Ho NOBTOPUTH €T0
onpeneneHue yepes 36-42 yvaca (17151 Bapdapuna), mociie 4ero NpuHUMAaTh pelieHre
o HazHauenun HITOAKT'.

biarogapss MemJIeHHOMY HACTYIUICHUIO IE€WCTBHS AHTarOHUCTOB BUTaMHUHA
K, mepexox ¢ npuema HITOAKI Ha anTaronuctbl BUTaMuHa K MoXeT 3aHATh

5-10 ngueit. Ilpum »TOM B TEYEHHE OINPEAECICHHOIO IEPUOJia BPEMEHH,
88



HEO0OXOMMOTO IS JOCTIKEHUS TepaneBTudeckoro nuanazona MHO, HITOAKT
NPUHUMAIOTCS OJHOBpEMEHHO ¢ aHTaronncramu ButamuHa K. I[Tockonsky HITOAK
MOTYT OKa3blBaTh oOImpeaesieHHoe BiusHue Ha BennuuHny MHO (ocoGeHHO
omokaropsl Xa ¢akTtopa puBapokcabaH U anukcadaH), B TMEPUOJ UX COBMECTHOTO
npuemMa KpaiHe BaXKHO C MPAKTHYECKOW TOYKU 3peHUs YToObl: a) uzmenenrne MHO
OCYUIECTBJISUIOCH HEMOCpPEACTBEHHO mepen odepenubiM npuemom HITOAKI; 0)
noBTopHoe omnpeaenenne MHO nomkHO ocymiecTBIsAThCA depe3 24 yaca mocie
nocinennero npuema HIIOAK (T.e. Tonbko Ha (oHe AeMCTBUS aHTaroHucTa
ButamuHa K). Takxke pexkoMeHayeTcs TiiaTeabHO MoHuTopupoBath MHO B
TeueHue nepporo Mmecsuna nocie nepexona ¢ HIIOAKI Ha anTaroHncTsl BUTaMHUHA
K, 1o tex mop, nmoka He OyIyT MOJIy4eHBI CTAOUIIbHBIC TEPANIEBTUYECKUE 3HAUYCHUS
MHO (2,0-3,0) Ha TpOTSHKEHUU TPEX MOCIE0BATEIbHBIX ONPEICTICHUM.

Ilepexon ¢ npuema ognoro HITOAK Ha apyroi MoxeT ObITh OCYIIIECTBIICH
MyTEM 3aMEHBI OJTHOTO Mpenapara Ha APYyroi BO BpeEMsI OYEPEIHOTrO MpUéma.

Ilepexoa ¢ Tepanum He(PAKIUOHUPOBAHHBIM TeNAPHHOM Ha NpPHEM
HITOAKT' MoxeT ObITh OCYIIECTBJICH cpa3y MOCie IMpeKpalieHuss BHYTPUBEHHOM
nH(Py3un HehPaKIIMOHUPOBAHHOTO TelMapuHa, NMEPUOJ TMOJIYBBIBEACHUS KOTOPOTO
coctaBisieT 2 yaca. Ilepexon ¢ Hu3koMoseKyasspHbIX renapuaos Ha HITOAKT

— BMECTO ouepeaHoil uabekuu npuaumaercss HITOAKT'.

1.7.2.6. Pexomernoayuu no npogpuiaxmuxe mpomoosmMOOIUdecKux

ocnooicHenutl npu Heknananuou @I — obwue nonodxcenus

e AnTUTpOMOOTHUYECKAS Teparnus C LEJIBIO npopUIaKTUKN
TPOMOOIMOOJUYECKUX OCJIOKHEHUN peKoMeHIyeTcss Bcem mnainueHtam ¢ DIl
KpOME TpyIlIl HU3KOTO pUCKa (MYXYHMHBI M JKEHIIMHBI B BO3pacte <65 Jer c
n3oaupoBaHHoi OII), unu npu HATMYUKU TPOTUBONOKA3AHUIA.

e Bri0op aHTUTPOMOOTHYECKOW TEpamuy OCHOBBIBACTCS Ha aOCONFOTHBIX
pUCKAX HWHCYJIBTA/TPOMOOIMOOIMM U KPOBOTEUYEHHS, a TaKKE COBOKYITHOTO

KIIMHUYCCKOI'O IPECUMYIICCTBA JJIsI JaHHOT'O ITallCHTA.
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o Jlns omenku pucka uHCynpTa/TD y OonpHBIX ¢ HekmanaHHo OII
peKoMeHayeTcs uenoib3oBath mkary CHA,DS,-VASC.

e [lanuentam ¢ cymmoit 6aioB no mkaine CHA,DS,-VASc pashoii 0
(BKJIFOUAsl KEHUIMH MoJioke 65 ner ¢ uzonupoBaHHOM PDII), nMeronumM HU3ZKUI
puck uHcynbta/TD, aHTUTpOMOOTHYECKas Tepamnus He Moka3aHa. KEeHIUHBI B
BO3pacTe MeHee 65 et ¢ m3ommpoBaHHOW DIl (HO ¢ KonmMUecTBOM OaioB O
mkane CHA,;DS,-VASc = 1 3a cueT )KeHCKOTO 1M0J1a) KaK MPaBUII0, UMEIOT HU3KUN
PHUCK MHCYJbTA. B 3THX ciydasx BO3MOKHO HE Ha3HAY€HHE aHTUTPOMOOTHYECKOU
Tepanuu.

e [lanmenTtam c konmuecTBoM OamnoB mo mmkaine CHA,;DS,-VASc >2, pu
OTCYTCTBUU MPOTHBOINOKA3aHUW, PEKOMEHAYETCA Tepamus MepopaJIbHBIMU
aHTUKOAryJsHTaMU. B kadecTBe MepoOpabHBIX AHTUKOArYJSIHTOB MOXET OBbITh
WCIIOJIb30BAaH WJIM aHTaroHuct ButamuHa K (Hampumep, BapdapuH) B
nonodpannoit noze (MHO 2-3), wnmu npssMoit UHTUOUTOP TpOMOMHA (1aburaTpan),
WIM OJWH W3 TEPOpaIbHBIX HMHrUOMTOpoB Xa dakropa (amukcabaH WU
puBapokcadaH).

e Ilammenram ¢ kommyectBoMm OamnoB mo mkaiae CHA,DS,-VASc = 1
IIOCJIE OLICHKM PHUCKAa KPOBOTEYEHUS M C YUYETOTM MPEANOYTCHHHA NalUEHTa
CIIElyeT PACCMOTPETh HA3HAUYECHUE MEPOPATBbHBIX AHTHKOAryJsiHTOB. B KauecTBe
NepopaIbHbIX AHTUKOATYJISIHTOB MOXET OBITh HCIOJNB30BAaH WM AHTaroHUCT
ButamrHa K (Bapdapun) B momoOpannoit moze (MHO 2-3), wunm npsmoi
MHTHOUTOp TpoMOMHA (maburaTpaH), WIM OAWH U3 MEPOPATBHBIX MHTHOUTOPOB
dakTopa Xa (anmukcabaH WM pUBapOKcadaH).

e [Jlokazanus K  NPOBEACHUIO AHTUTPOMOOTHYECKOW  Teparuu
omnpenensitorcss He ¢opmort DIl (mapokcusmalibHas, MEPCUCTUPYIONIAST WM
MOCTOSIHHAS), @ 3aBUCAT OT UMerolerocsa konndecrsa OP uncynpra /TD, KOTOpHIE
OTIPENICIIAIOTCS c IIOMOIIIBIO IIKAJIbI CHA,DS,-VASc. [TosrTomy
aHTUTpOMOOTHUYECKasT Tepamusi y OOJBHBIX C TpEeNeTaHHUEM TMpeACepIuid U y
OOJIbHBIX C € MapOKCU3MalIbHOM WM nepcuctupyromet dopmamu DI,

MIPOBOJAMUTCS IO TEM e IIpaBUJIaM, YTO M Y OOJIBHBIX ¢ TOCTOSTHHOM (hopmoit DII.
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e VYV OompHbix DIl m MexaHMYECKMMHU MPOTE3aMH KIIAMIAHOB CepIia
CJIETyeT MCIIOIh30BaTh TOJIBKO aHTarOHUCTHI BuTamuHa K (Hampumep, Baphapun);
neseBoe MHO omnpenensercs TUIIOM NpoTe3a U ero jJokanuzanuei. [Ipu nporezax
MuUTpanbHOro kiamnana neneBoe MHO nomkHO ObITh HEe MeHee 2,5; aopTaJbHOTO
— He menee 2,0.

e Bo BpeMs mmTenbHOM aHTUTPOMOOTHYECKOW TEpamuu COOTHOIICHHE
MOJBb3bl UM PUCKA OT HA3HAYEHUS MEPOPAIbHBIX AHTUKOATYJSHTOB  JIOJDKHBI
peryJIIpHO TIepecMaTpPUBAThCS, TakKe KaK M HEOOXOJUMOCTh IPOJOJIKEHUS

JICUCHMU.

1.7.27.  Pexomenoayuu  no  NPUMEHEHUID  HOBbIX  NEPOPATLHBIX
AHMUKOQ2YTIAHMO8 Ol NPOUIAKMUKU  MPOMOOIMOOTULECKUX OCTONHCHEHUL Y

O0bHbIX ¢ hubpunIAYUel npedcepoull

e Ilo cpaBHenuto ¢ BapdapuHOM amnmkcabaH, JaburaTpaHa 3TEKCUIaT U
puBapokcabaH o0OJagaroT OOJBIIUM  yAOOCTBOM NPUMEHEHHs, HE MeEHee
sbdexTuBHb, uyeM  BapdapuH, B  TOPEAYNPESKICHUU  HUHCYJIbTa U
TPOMOOSIMOOIMYECKMX  OCJIOKHEHUHM,  CIIOCOOCTBYIOT  CHMKEHHIO  pHUCKa
reMopparuyecKoro MHCYJbTa U BHYTPUUEPEIHBIX KPOBOTEUEHUH U, KAK MUHUMYM,
COIOCTaBUMBI C Bap(PapruHOM I10 YaCTOTE KPYIHBIX KPOBOTEUECHHUIA.

e Ecmu mammenty c¢ @Il pexkoMeHayercs mnOpueM  NEPOPATBHBIX
AHTHUKOAryJITHTOB, HO aHTaroHUCTHI BuTamuHa K B mogo6panHoi g03e (MHO 2-3)
HEJb3s UCIO0JI30BATh U3-3a TPYAHOCTEN MOJIEP/KAHNS TEPANIEBTUUECKOTO YPOBHS
aHTUKOATYJISIMU, TMOO0OYHBIX HS(PGEKTOB aHTaroHucToB BUTamMuHa K wim
HEBO3MOYKHOCTH KOHTpoiupoBatb MHO, pexkomeHayercs OIMH W3 HOBBIX
NepopalbHbIX AHTUKOATYJISIHTOB: MPAMOW MHTHMOUTOp TpoMOMHA (qaburarpan);
WIM OUH W3 TNEepopalibHbIX HMHruOuTOpoB ¢akropa Xa (amukcabaH WU
puBapokcaban).

e JlaburaTpaHa 3TeKCHJIAT MOXXET MCIOJIb30BATHCS KaK albTEPHATUBHBIN
BappapuHy aHTUKOATYJSIHT Ui OPO(UIAKTUKA HWHCYJIbTa U apTepHAbHBIX

TpomOonuii 'y OonbHbIX ¢ DIl M gomonHUTENbHBIMU (DaKTOpaMU pPHCKA 3THX
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OCJIO)KHEHWI MNpPHU YCJIOBHUM OTCYTCTBUS I'€MOJMHAMHYECKH 3HAYUMBIX I[OPOKOB
WJIU TIPOTE30B KJIAMaHOB CepAla, THKEIOM MOYeUHOW HEIOCTaTOYHOCTH (KIUPEHC
kpeatuHnHa <30 miI/MHH), 3a00Ji€eBaHUN MEUYEHH CO CHIDKEHHEM O0Opa3oBaHMS
(bakTOpoB CBEPTHIBAHUSA KPOBHU, a TaK)Ke€ MHCYJIbTA B MpeIIecTBytonme 14 gHei
WIM UHCYJbTa C OOJIBIIMM OYaroM MOpa)X€HUsl B MPEAIIECTBYIOIIUE 6 MECSIEB.
[Tpu BeIOOpE 103UPOBKM JlaburaTpaHa ciaeayeT yUuThIBaTh, 4To go03a 150 mr 2 paza
B JIeHb TpenmnodtutenbHee A03bl 110 Mr X 2 pa3za B JeHb: oHa d(dekTuBHEE
BapdapuHa B OTHOUICHUM CHIDKCHHMS pHUCKa MHCYJIbTA M  apTEepUATbHBIX
TpoMOOAIMOOUI NPU OTMHAKOBOM PUCKE KPYIHBIX KPOBOTEUEHHH, a 103a 110 mr
2 pa3a B JeHb cpaBHUMa 1O 3(PeKkTUBHOCTU ¢ BapdapuHOM, HO Oe3omacHee B
OTHOUIEHUH PUCKA KPYITHBIX KPOBOTECYEHUI

e Jlo3a naburarpana stakcuiara 110 mr 2 pa3a B CyTKU peKOMEHAYETCS B
CJIIEIYIOIUX CUTYalUsX:

- MOKWJIbIE MALMEHTHI, BO3pacT > 80 Jer;

- OJIHOBPEMEHHBII MpUEM MpernapaToB, BCTYNAIOIIUX B JIEKAPCTBEHHOE
B3aMMOJeicTBHE (HampUMep, BepanaMuia, aMruo1apoHa);

- BBICOKMH pUCK KpoBOoTeueHHus (konuuectBo OamioB no mkaine HAS-BLED
>3);

- yMEpeHHas T[I0YeyHass HEeJOCTaTOYHOCTh (KJIMPEHC KpeaTHHHHA
30-49 mn/MuH).

e PuBapokcabaH MOXET UCIOIb30BaTbCA KaK  aJbTEPHATUBHBIN
Bap(hapuHy aHTUKOATyJISAHT JUIsi NPO(UIAKTUKKA HMHCYJIbTa M apTepUaIbHBIX
TpoMOodIMOONHUil y 607abHBIX ¢ DII 1 momoHUTENEHEIMU (DaKTOpaMU pUCKA ITHX
OCIIO)KHEHHI NpPU  YCJIOBHM  OTCYTCTBUSL TE€MOJAMHAMUYECKH  3HAYUMOTO
MUTPaAJIBHOIO CTEHO3a WM MPOTE30B KJIAlNaHOB CEpJla, TAKEION MOYeuHOH
HEJI0OCTAaTOYHOCTU (KIUPEHC KpeaTmHWHa <15 Mi/MuH), 3a00JIeBaHMI TEUYEHU CO
CHI)KEHHMEM  00pa3oBaHusi  (AKTOPOB  CBEpPTHIBAHUS  KPOBH, a  TaKXKe
WHBAIMIU3UPYIONIETO  MHCYJIbTa B Omwkadmme 3 mMecsua ,  He
MHBAJIMIM3UPYIOIIET0 WHCYNbTa B Ommkaimme 2 HeXead WM TPaH3UTOPHOMN

UIIIEMUYECKON aTaku B OJIvbKaime 3 CyToK.
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e B cnywasx, xorma paccmaTpuBaeTcss NpUMEHEHHE pHBapokcabaHa, y
OOJBIIMHCTBA OOJBHBIX A03a 20 MI' €XEAHEBHO NMPEANOYTUTEIbHEE J03bI 15 Mr
exXeHEeBHO. Jlo3a 15 Mr e:xeTHEBHO pEKOMEHAYETCS B CIEAYIOIMX CUTYAIUAX:

- BBICOKMI pUCK KpoBOTeueHHs (konudecTBo OamioB no mkaine HAS-BLED
>3);

- yMEpeHHas II04YeyHas HEeJAOCTAaTOYHOCTh (KJIMPEHC KpeaTMHUHA
30-49 mu/mun).

e AnukKcadaH MOXET HCIOJb30BaThCS KaK albTepHATHUBHBIA Bap(apuHy
AHTUKOATYJISHT JJIs1 NTPO(MIAKTUKYA UHCYJIbTA U ApTEPUATBHBIX TPOMOOIMOOIHNI y
oonbHbIX ¢ DIl u nonoaHUTENBHBIMU (AKTOPAMU PUCKA ITHX OCIOXKHEHHUM IMpH
YCIIOBUM OTCYTCTBHSI F€MOJAMHAMUYECKH 3HAYMMOI'O MHUTPAJIBHOIO CTEHO3a WIIN
IPOTE30B KIIAMAHOB CEPALA, TSHKEJIONW IMOYEYHOM HEAOCTAaTOYHOCTU (KJIMPEHC
KpeaTMHMHa <15 Mi/MuH), 3a00J€eBaHUN TMEYEHH CO CHUXKEHHUEM OOpa3oBaHUs
(aKTOpOB CBETPHIBAHUS KPOBH, & TAKXKE r€MOPPArM4eCKOro MHCYJIbTa B aHAMHE3E
WM UIIEMHYECKOTO UHCYJbTa B OJIMKAUIITYIO HEIEITIO.

e B cuywasx, korma paccmaTpuBaeTcs IpUMEHEHHE amnukcabaHa, y
OOJIBIIMHCTBA OOJIBHBIX /1032 5 MI X 2 pa3a B ICHb MPEANOUTUTENIbHEE JO3bI 2,5 MI
X 2 pazaB geHb. Jloza 2,5 Mr x 2 pa3za B JIeHb PEKOMEHAYETCS B CJEIYIOIIMX
CUTYaLMSIX:

- BBICOKHI pUCK KpoBOTeueHHUs (KoaudecTBo OamioB no mwkane HAS-BLED
23);

- YMEpEHHas ToYeyHas HEeIOCTAaTOYHOCTh (KJIMPEHC KpeaTWHHHA
30-49 mn/mMun).

e Ilpu HazHaueHuu I OOOrO0 HOBOrO NEPOPAIBHOIO AHTHUKOATYJSHTA
PEKOMEHJIyeTCsl TMPEABAPUTENBHO OLEHUTh (YHKLIHMIO TMOYeK (M0 BEJIMYMHE
KJIUpEHCa KpeaTuHrHa). B nanpHeiieM KIMpeHC KpeaThHWHA Ha (OHE Teparuu
HOBBIM TMEPOPATIbHBIM AHTUKOATYJSHTOM CIEYeT OIpEeAeNsTh €KEroJHo, a Yy
MalMEeHTOB C YMEPEHHOUM MOYEYHON HEJJOCTATOYHOCTHIO 2-3 pas3a B rol.

e HoBble mepopasibHble aHTHKOAryJsHTHI (aburarpaH, puBapokcabaH H

anukcabaH) He PpEKOMEHIYIOTCA Yy OONBbHBIX €  TSDKEJIOM  MOYeyHOM
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HEJIOCTATOYHOCTHIO (KIMPEHC KpeaTuHnHa MeHee 30Mu/MuH aiisa maburarpaHa u
MeHee 15 mu/MuH 1u1si puBapokcabaHna u anukcabana). OnHaKo, B UCCIICIOBAHUH,
MOCTY>KHUBIIIEM  JIOKa3aTeJIbHOW  0Oa3oi s PekTUBHOCTH U  0€30MacHOCTH
puBapokcabana y OonpHbIX ¢ @I, knupeHc kpeatuHuHa MeHee 30 MJI/MUH ObLT
KpUTEpUEM UCKIIOUeHHUs. BennunHa kivpeHca KpeatuHa MeHee 25 MJi/MuH ObLia
KPUTEPUEM HCKIIOUYECHUS JJisi OOJIbHBIX, BKJIIOYAEMbIX B HCCIEIOBAHUE 10

n3ydeHuto 3 PpexTuBHOCTH U O6e30macHOCTH annkcabana y 60apHBIX OI1.

1.7.2.8. Ocobwvie cumyayuu

1.7.2.8.1. IlepuonepannoHHast aHTUKOATYJISIIIHSI

VY Oompabix ¢ DI, nomyuaroumx ABK, mepen omnepanueid WM MHBa3HBHBIM
BMEILIATEJIbCTBOM ~ CIIEAyeT Ha BpeMsl IpepBaTh JICUCHHWE NEPOPaATIbHBIMU
aHTUKoarymsiHTamu. [lpu pemieHnn Bompoca O BpEeMEHM OTMEHBI TMpHeMa
NEepOpaIbHBIX AHTUKOATYJISIHTOB TEpEel ONepanyell U BPEeMEHH BO30OHOBIICHUS HX
npuemMa Iocie BMENIATeNbCTBA, HEOOXOJUMO YUUTHIBATh KaK KIMHUYECKOE COCTOSHUE
nanyenTa (B MEpBYI0 O4Yepelb, pUCK TPOMOOIMOOIMYECKIX OCTIOKHEHHA, a TakkKe
(GYHKIMIO TOYEK, HaIWYMe KPOBOTEUCHHWH B aHaMHE3€, NMPHEM COIMYTCTBYIOLIMX

JIEKapCTBEHHBIX MPENApPaTOB), TAK M XapaKTep XUPYPrHUECKOrO BMEIIATEILCTBA.

1.7.2.8.1.1. Ilepuonepayuonnas anmuxoazynrayus y npurumarouwux ABK

VY kaxmoro 0OJIBHOTO TEpe/1 MPUHATUEM PEIICHUS O HEOOXOIMMOCTH ‘‘Tepariu
Mocta” (mepexoja C AaHTaroHMCTOB BuTamMuHa K Ha remapuH) HE00XOIMMO
COIOCTaBUTh PHUCK KPOBOTEUEHUS BO BpPEMSI XUPYPrUUYECKOrO BMEIIATENIBCTBA C
PUCKOM MHCYJIbTA WJIM CUCTEMHBIX TPOMOO3MOOIIHIA, KOTOPhIE MOTYT BOSHUKHYTH IPH
OTMEHE aHTUKOATyJISTHTOB.

B cnydae nammumst y 60ombHOTO ¢ DI MexaHmueckoro mpoTe3a KianaHa cepia
WIA BBICOKOTO pPHUCKAa TPOMOOIMOOIUYECKUX OCIOKHEHUM, MpU HEOOXOAUMOCTU
IIPOBEICHUSI XUPYPIUYECKON WIIM JTMArHOCTUYECKOM IPOLEAYPBL, COIMPSHKEHHOW C
PUCKOM  KPOBOTEYEHHMs, CIEAYET pPacCMOTPETh BO3MOXXHOCTb  BPEMEHHOIO
npekpaieHus ucnons3oBanuss ABK ¢ mepexogoM Ha HedpakIMOHHUPOBAHHBIN WM

HU3KOMOJIEKYJISIDHBIM T€MapuH B J103aX, HCHOJB3YyEMBIX IPU JIEYEHUH BEHO3ZHOIO
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TpombOo3a (“repanusi mocta”). «Tepamust MocTa» MOKazaHa, NPEXAE BCEro,
OOJBHBIM C IIPOTE3aMH KJIANaHOB cepAla (JIto0OM MpoTe3 MUTPAIBHOIO KilarnaHa,
aopTajbHBIE TMPOTE3bl CTAPBIX KOHCTPYKLHW), C PEBMATUYECKUM MOPAKECHUEM
KJIAllaHOB CepAra, mepeHecmuM WHCYNbT win TUA B Ommxkaimue 3 mec. (mpu
npore3ax KianaHoB — B Onwxkaitmue 6 mec.), cymme 6aioB no mkaie CHADS,
5-6. Ilocne oTmeHbl aHTaroHucra BuTamuHa K criemyeT H0XKAAaTbCs 3HAYCHHM
MHO wmenee 2,0 mocine yero HadaTh BHYTpUBEHHYIO uHOY3ui0o HOI' umm
noAakoxHble uWHBeKIMU H®I. BayrtpuBennywo uHdysuro HOPIT cruenyer
MpeKpaTuTh 3a 4—6 4acoB A0 omepanuu, a nociaeaHow nabekunw HMI' cnenats
3a 24 wyaca no onepauuu. llocne omepanuyu BBEIEHUWE NAPEHTEPAIBHBIX
AHTUKOATYJITHTOB MO>KHO BO30OHOBHUTH TOCIIE 00EeCTICUeHHs HaIEKHOTO TeMoCcTas3a
(ontuManeHO B mepBble 12-24 wyaca 1mociie omepainud, HO IOCJHE KPYIHBIX
BMEIIATENBCTB U BBICOKOM PUCKE KPOBOTEUEHHUM 3TOT MEPUOJI MOKHO YBEIUYUTH
10 48—72 gacoB). [Ipu OTCYTCTBUM KPOBOTEUYEHUS CJIEyET BO3OOHOBUTH U MPUEM
ABK B mnomobpanHoii panee pmo3e. Ilpekpatutrh mMmapeHTEpaibHOE BBEICHUE
AHTUKOATYJITHTOB MOXKHO HE paHee, 4YeM uepe3 5 CyTOK OT BO30OHOBJICHHS IpreMa
ABK, u mocie Ttoro, kak B JBYX IOCJIE€IOBATEILHO B3SITHIX 00pa3lax KpOBU
nanentTa MHO pocturHer HWKHEH TpaHUIlbl TEPANEBTUYECKOTO Jauana3oHa (i
OonpHCTBA ciiydaeB — 2,0).

Psin HEOONBIIMX MHBA3MBHBIX BMEUIATENBCTB (IKCTpPAKIMs 3yOOB, IPOLEAYPHI
Ha KaHaJaX KOpHS 3y0a, HEOOJBIIHME JepMaTOJOTHMUYECKUE OIepallvu, YAaJCHHE
KaTapakThl) MOXHO OCYIIECTBJIATh, HE OTMEHsSISI aHTarOHUCThI BUTamuHa K, mnpu
ycioBun cHwxkeHnss MHO 10 HWKHEW TpaHUIbl TEPANEBTHUYECKOTO HAIa3oHa U
MPUMEHEHHS] MECTHBIX T€MOCTATHYECKUX CPEJICTB.

Ecimu y O0NbHOTO HET MEXaHMYECKUX MPOTE30B KJIAaHOB cepllia, OH HE
COOTBETCTBYET KPUTEPHUSIM BBICOKOTO PHCKAa TPOMOOIMOOIMYECKUX OCIOKHEHUNA U
HYXKJIa€TCd B XUPYPIMUECKOW WM JUATHOCTHUYECKOM ITPOLEIYpPE, CONMPSHKEHHOM C
PUCKOM KpOBOTEUEHHS, BO3MOXXHO BpeMeHHO oTMeHuTh ABK ¢ co3manuem
CyOTepareBTUIEeCKON aHTUKOATyJSIIMM Ha Cpok 10 48 dacoB Oe3 mepexoma Ha

rernapuHsl. Bedepom mocne omepanuu, WM Ha CIEAYIOLEe YTPO, MpPU YCIOBUHU
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aJICKBATHOTO T€MOCTa3a, JICUCHUE aHTaroHKCTOM ButamuHa K ciemyer Bo30OHOBUTH
B “O0buHON” uis OOJBHOTO TOMJEP)KUBAIOMICH 03¢, 0€3 WCIOJIb30BaHUs
HArpy304HOM J103bI.

Jlns obecrieuenust  anekBatHoro cHwkenus MHO  mepen onepanueit s
00JBHOTO, TIOJyYarolero BapgapuH, TpeOyercs 4-5 nHell (T.K. Tiepuon
MOJTYBBIBEJICHUS TIpernapara cocraBisier 36-42 vaca) U 2-3 1HSA AJIs TOTyYarolIuX
alleHOKyMapoJ1 (TIepro/1 OJYBBIBEICHUS alleHOKyMapoJia okojo 10 yacos).

Ecnu onepanuio wiv BMEMIATENbCTBO MPUXOIUTCS MPOBOAUTH Ha (POHE
noseimeaHoro MHO (>1,5), Bo3M0OXXHO Ha3Hau€HHE HEOOBINX 103 BUTaMuHa K;

(1-2 mr) BHYTpB, uTOOBI HOpMan30BaTh MHO.

1.7.2.8.1.2. Ilepuonepayuonnasn aumuxoaynsiyus y npunumarowux HIIOAKI

B cBsi3u ¢ OBICTPBIM HAYaJIOM W MPECKa3yeMbIM HHTEPBAJIOM IMPEKpaIeHUsS
neiicteust HIIOAKI He TpeOyroT «Tepanuu MOCTay.

Y Oonpnbix, npuHuMmawpnux HIIOAKI, mo BO3MOXHOCTH CcleAyeT
OTJIO)KUTH BBIMOJIHEHHWE BMEIIATEIbCTBA HA MAKCUMAJIbHO BO3MOXKHBIA MEPUOA
BpeMenu (st HITOAK — na 12-24 yaca). Eciu OTJIOXUTH BMEIIATEIHCTBO
HEBO3MOKHO, TO PHUCK KPOBOTEUYEHUW 3HAYUTEIBbHO BO3PACTa€T, U OH JOJIKEH
OBITh COMOCTABJICH CO CTEMEHbID JIKCTPEHHOCTH CaMOro BMeIIaTeabCcTBA. B
OTACNBHBIX  CiIy4yasiX, TMpH  HAJIUYUM  COMHEHHM B  MpeKpalieHUuu
antukoarystatHoro 3ddexkra HIIOAKI, moHo ucmonb3oBaTh JabOpaTOpHBIC
tectbl (AUTB uinu TpoMOMHOBOE BpeMsi B pa3BEeNCHHUM ISl AaOUraTrpaHa, WIH
MPOTPOMOMHOBOE BpPEMS U OTIPE/ICTICHNE aHTH-Xa aKTUBHOCTU C XPOMOTEHHBIMU
cyOcTpatamu i puBapokcabana u anvukcabana) (tadma. 9). [logoOnas crparerus
OCHOBaHa Ha 3JIpaBOM CMBICJIE, HE U3ydyallach B KJIMHUYECKUX HCCIEIOBAHUSAX U
HE MOXET OBITh PEKOMEH0OBaHA ISl pyTUHHOTO MPUMEHEHUS.

HeoOxomumass  amurtenbHocTh mepuona oTmensl  HIIOAKIDT  mepen
MJAHOBBIM XUPYPTHUYECKHMM BMEIIATEIILCTBOM B 3aBUCHUMOCTH OT pPHUCKa

KPOBOTEUEHUH U KIIMPEHCA KPEaTHHUHA MPeJICTaBiIeHa B Taowmie 9.
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Tabauya 9. Pexomenoayuu no orumenvrocmu nepuooa ommenvt HIIOAKI npu nianogvix

xupypcuiveckux emeuianielibcneax

Haburarpan PuBapokcaban Anukcaban
Puck Huzkwuii/ Bricokmii Huzknit/ | Beicokuii Husknit/ | Beicoknii
KPOBOTCUCHHM CTaHAap- | pHUCK CTaHgap- | PUCK cTaHjap- | pUCK
THBIA PUCK | KPOBOTE- THBIN KpOBOTE- THBIN KpOBOTE-
yeHust/ pHUCK YyeHus1/ pUCK YeHus/
OombIIast OoupIIas OoubIIast
XUPYPTHUS XUPYPTrHst XUPYPTHs
KK >80 mu/mun | >24 4gaca >48 gacoB >24 qacoB | >48 yacoB >24 gacosB | >48 JacoB
KK 50-80 >36 yacoB >72 JacoB >24 qacoB | >48 yacoB >24 gacosB | >48 JacoB
MJI/MHUH
KK 30-50 >48 gacoB >96 gacoB >24 4qacoB | >48 yacoB >24 qacoB | >48 yacoB
MJI/MHUH
KK 15-30 He nmokasan | He mokasan | >36 >48 qacos* | >36 >48
MJI/MHUH yacoB* yacoB** yacoB**
KK <15 mn/mun He nmokazan He noxazan

*- B uccienoBannie ROCKET-AF , uzydaBmiee 3 peKTHBHOCTD B 0€30MaCHOCTh pUBapoKcabaHa
JUTSE PO HIIAKTUKH TPOMO0IMOOIH y 601bHBIX ¢ HekIanaHHoW @I GosbHBIE ¢ KITUPEHCOM
KpeatnHuHa < 30MJI/MUH HE BKITIOYannch; **- B uccnenoBanne ARISTOTLE , u3y4aBmiee

3¢ dexTuBHOCTH U 6€30MaCHOCTD anuKcadaHa Jisl MPOPUIAKTUKH TPOMO03IMOOUil y OOJIBHBIX C
HexmananHoi PI1 6onbHBIE ¢ KIIMPEHCOM KpeaTnHuHA < 25MIJI/MUH HE BKITIOYAIUChH

ITocne ornecpanun IPUEM HOBBIX IICPOPAJIBHBIX AHTUKOAr'yJLIHTOB MOKHO

BO300HOBHUTH Cpasy ke MOCe TOCTHKEHUs Y(PPEKTUBHOTO TEMOCTa3a.

1.7.2.8.2. memudeckast 607€3Hb cepala

[Ipn BbIOOpE ONTUMAJIBHOM JUTUTEJILHOCTH 151 KOMITOHEHTOB

AHTUTPOMOOTUYECKON Tepanuu y OOJIbHBIX ¢ UIlIEeMUYeCcKor OoJie3Hbto cepama u OII,

HE00X0IMMO YUHTHIBATh KITFOUEBBIE (bakTophI:

CHA2DS2-VASc

CIIEAYIOUIIE PUCK

TPOMOOIMOOJIMUECKUX ~ OCJIOKHEHHM 10  IIIKaJie pHCK
kpoBoTeueHui 1o mkaine HAS-BLED, Hanvuue ¥ TAIT MMIUTAHTUPOBAHHOTO CTEHTA,
XapakTep TeUeHWs HieMuueckon Oose3Hu cepaia (crabunphas MBC wmm ocTphrii
KOPOHApHBIA CHHIIPOM), a TAKKE€ PUCK CMEPTH U peLuarMBa MH(APKTa B TeUEHUE 6

mecsieB no mmkaite GRACE y 6onbabix ¢ OKC.

1.7.2.8.2.1. Cmabunvnas UHC
[Tpn wammuum crabunbHOM WMBC (cTabwibHas CTEHOKapus; WIIEMHUYECKas
0one3nnb cepama depes 1 rox u Oonee mocie OKC), KIMHUYECKUX MPOSIBICHUN

aTepoCKIIepo3a COHHBIX WJIM MEepUPEPHUECKUX apTepuil cymma OajioB MO IIKaie

97



CHA2DS2-VASc cocraBmser >1. Ilostomy — Gombubie DIl u  crabuibHOM
UIIIEMHYECKOI O0JIE3HBIO Ceplia HyKIAI0TCS B IEPOPATTbHBIX AaHTUKOATYJISTHTAX.

[Tockonbky y OonbHbIX, mnepenecmmx OKC Oonmee 12 wmecsieB Hazan,
MOHOTepanus aHTaroHuctamu ButamuHa K (Bapdapun) Oomnee >ddexrtuBHa, yem
Tepanus aleTUICATUIMIOBOM KHUCIIOTOM, Il OOJbIIMHCTBA OoJbHBIX ¢ DI,
nepeHecmx OKC, 1ocTaTOYHO Ha3HAYEHUS TOJIBKO MEPOPATIbHBIX aHTUKOATYJISTHTOB
0e3 100aBIeHUs] aHTUTPOMOOIIMTAPHBIX CPEICTB.

JlaHHO€ MHEHME OCHOBAaHO Ha JAaHHBIX O TOM, 4YTO IPUCOECIUHEHHE
alleTWICATULMIOBOM KHUCIOTHI K BapdapuHy XOTd U B OOJIbIIECH CTENEHU, HEXKENU
MOHOTepanus BaphapuHOM, CHUXKAET PUCK COCYIUCTBIX COOBITUH, BKIIOYasi HH(APKT
MHOKAap/1a, HO IPH 3TOM CYLIECTBEHHO YBEJIMUYMBAET YACTOTY KPOBOTEUEHUI, TIOITOMY
IIMPOKOE MPUMEHEHHE KOMOWHaIMu BapdapuHa ¢ acmUpUHOM y OonbHbIX DIl n
crabuibHoi UBC HexenarenbHo.

Bosmoxno, uro mpeumymectsa HIIOAKI' (B Buzme MoHOTepamuu) nepen
aHtaroHucramMu BuTamuHa K coxpansitorcs w1y OonbHbix DIl uMerommx
crabmienyto MBC. Jlaxe mis maburarpana, mpueMm KoToporo y OombHbIX ¢ DI
accOlMUpYETCsl C TEHJEHIMEeW K YBEJIMYEHUIO pucka uH(papkra Muokapaa (1o
CPaBHEHHUIO C Bap(apHHOM), COXPAHSETCS «UUCThIA KIMHUYECKUH BBIMIPBILD) IO
CPaBHEHMIO C aHTaroHucramMu BuTamuHa K. B OTCyTCTBHE IpPSIMBIX CpaBHUTENIBHBIX
UCCIICIOBAaHU, B HACTOSILIEE BpeMs HE MPEICTABISETCS BO3MOXHBIM OTAATh

npeanourenue kakomy-nmioo u3 HIIOAKT y aToii kateropuu G0JIbHBIX.

1.7.2.8.2.2. Ocmpuiii koponapHbwlll CUHOPOM

VY 60nbbIx OIT 1 OKC HeoOXoauM OAHOBPEMEHHBIM MPUEM MEpOPATBHBIX
AHTUKOAryJITHTOB W AQHTUTPOMOOLIMTApHBIX TMPENaparoB, YTO CYILIECTBEHHO
YBEJIMYUBAET PUCK OOJIBIINX KPOBOTCUEHH.

CornacHo coBpeMeHHbIM pekoMeHanusM 6onbHbie OKC mpu  oTCyTCTBUM
IIPOTHBOINOKA3AHUN JIOJDKHBI KaK MOXXHO paHbIIE MOJIYYHTh HAarpy304HYyK 103y
aterwicamaumioBod kuciotel (150-300 mMr) m Omokaropa P2Y12 peuentopos

TPOMOOLIUTOB.
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Puc. 20. Jnumenvnocmo anmumpombomuyeckoii mepanuu y 60nvuvix PII 6 3a6ucumocmu om umerowe2ocs pucka KpogomeyeHus, 6uoa CmeHma u

sapuarnma meyenuss UBC no Camm u coas, 2012.

AHTUTPOMBOTUYHECKAA TEPAINUA Y BOJIbHbIX &I
CPEOHETO U BbICOKOIO PUCKA

Huikum nuck KnoroteueHuUn
Mnan4YKR+Mon/met CT .

MnaanH4YKB+Mokp Ct .-
[FrianAnianav I~ \
(A niaTAir~rARL \

OKC YKB+ nto60i .-

Tnm 3Im AGm 17m
BbICOl-(MM DUCK KhOROTAeUeHUUU

MnanUYKB+lon/meT CT

KC UKR+IMon/meT CT .

1n 3m A 17m

-ARK+ACI'I+I-(I'I()I'II/I ARK+Knonum/Acn ARK
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Ha ceropssmnuii neHb B HauOOJNbIIEH CTENEHM U3ydeHa 3(PPEKTUBHOCTH U
0€30MacHOCTh TPOWHOW AHTUTPOMOOTHYECKOW TeparuH, COCTOsIe u3 BapdapuHa,
acrupuHa U kionuaorpena. O((EeKTUBHOCTh U 0€30M1aCHOCTh COYETaHUsI BapQaprHa
C HOBbIMU WHTHOUTOpaMu P2Y12 peuentopoB (TUKarpeiop, mpacyrpein), a Takxke
couetanue HIIOAKI' ¢ wu3BeCTHbIMH aHTUTPOMOOLIMTAPHBIMU IpernapaTramu
(aueTmiIcaIMIUIOBas KUCIIOTA, KJIOMUIOTPEN, IPACYTPeN U TUKArpesiop) NpakTHYECKU
HE U3yYEHBI.

Jiist cHbkeHust pucka kpoBoteueHuit y 6ombHbIX DI u OKC pexkomenmyercs
UCMOJb30BaTh MUHMMAJIbHBIE 103kl acnvpuHa (75-100mr), otnaBate npeArnovTeHUe

TOJIOMCTAINIMYCCKUM CTCHTAaM, HUCITIOJIb30BaTh paHHaJIBHBIﬁ HOCTYIIL.

PexoMeHaanmu sKCrepToB OTHOCUTENBHO JUIMTEIILHOCTU TPOMHON
aHTUTPOMOOTHYECKOH Teparuu y 00JbHbIX PII B 3aBUCUMOCTH OT UMEIOILIErOCs
pHUCKa KpOBOTEUEHMS], BU1a CTEHTA U BapuaHTa TeueHus IbC npencrasiieHsl Ha

puc. 20.

1.7.2.8.2.2.1. BoccmaHosnenue KOpoHapHo2o KPOBOMOKaA ¥ O0IbHO2O,

noJjyuarouieco nepopajlbHvle AHmuKoazysAHmabl

VY GonbHbIX ¢ DI, TOCTOSHHO MPUHUMAIOIIKUX MEPOPATBbHBIE AHTUKOATYJISTHThI
npu passutun OKC c¢ mogpemom cermenTa ST, meromoM BbIOOpa pernepdys3un
MUOKap/a sBisgercs nepsuunoe YKB, BBIIOIHAEMOE paiuaibHbIM JJOCTYIIOM.

Ecmu OonpHOM mpuHuMaer ABK, upeckokHOE KOpOHApHOE BMEIIATEIbCTBO

MO>KHO BBITIOJIHATH Ha €ro (oHe.
1.7.2.8.2.2.2. Ilpaxmuuecxue pexomernoayuu 0ns 60avHbix DI,
nonayuarowux HIIOAKI 6 ciyyae pazseumus OKC

JlaHHBIA paziesl peKOMEHAAlMid OCHOBAH Ha 3paBOM CMBICJICE W MHEHUHU
AKCIIEPTOB.

B ciyuae pazsutust OKC pekomenayercst BpemeHHo rpekpatuts HITOAKT
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HememieHHo HauaTh IBOMHYIO aHTUTPOMOOIMTAPHYIO Teparnuio (y OOJbHBIX C
BBICOKMM PHCKOM KPOBOTEUEHMI HAa4aTh C aCHUpHUHA, a Hruourop P2Y12 nodaButh
nocye npekpatenus aeiicteus HIIOAKT).

Hcnonp3oBate Mamble J03bI  acnmpuHa (Harpy3ouHas go3a  150-300,
exenHeBHass —75-100 mr) B coueranuuc P2VY12 unarnbutopom (Tukarpemop u
Mpa3yrpes MpeanoYTUTEIbHEE KIOMUAOTPENIa B BULY UX O0bIeH Y3 EKTHBHOCTH)

ITocne mnpekpamenus nevictBuss HIIOAKIT nawyare napentepanbHbie AKIT
(mpeanoututenbHee GoHIAApUHYKC- KaKk HarboJiee 0e301acHbIiN)

B caygae OKC ¢ mogsémom ST — mpemnoututenshee nepsuaHoe YKB, HO
€CcIM BO3MOXKHA TOJBKO TPOMOOJIIMTHYECKAsT Tepamusl n30eraTb MPUMEHEHHUS
H®I'/Onokcanapuna 1o okonyanus aevictsust HIIOAKT

B ciysae OKC 06e3 moabéma cermeHta ST, eciud MO3BOJISIET COCTOSIHUE
OonbpHOTO, Jydiie OmIokuTh mnpoBeneHne KAI/UKB 1o okoHuyaHusi AeWCTBUS
HIIOAKI'. B kauectBe antukoaryssiHtoB mpu UYKB  nmpeanouyturensHen
ucnonb3oBath HOI' wim OuBamupyanx

B cinyyae UKB mnpeanoyTuTeNnbHbIM SBISIETCA paauaiibHblid qocTym. Crneayer
uMeTh B BUILY, 4YTO TKBA 10 cpaBHEHHIO CO CTEHTUPOBAHUEM MUHHMH3UPYET CPOK
npuéma TpowHOW Tepanud. lIpenmnodrurensHee MOIB30BaTh  TOJOMETALIMYECKUE
CTEHTBI, TaK KaK OHU MUHUMU3UPYIOT JuIuTeNbHOCTh TpoitHOM ATT. IenecooOpa3Ho
Hayath napeHTepanbHble AKI' HeB3upas Ha BpeMs MpUEMa TOCIEIHEH J103bI
HIIOAKI', cpenn aHTHKOArysisiHTOB - IPEANOYTUTENIBHEE HCIOJIb30BATh
OuBaMpyIUH (Kak KOPOTKOXMBYUIMM W Oosiee Oe€30MacHbIi), MpeKpamiarh €ro
BBenmeHne cpasy mnocie  UKB. M3berats mnpumenenust unruoutopos lib/llla
PELIENITOPOB AAXKE B CI0XKHBIX CUTYaLIUSIX.

[Ipy MHOXXECTBEHHOM TNOPAXEHUM KOPOHAPHBIX apTEpPUM  OT]ABATh
npennourenre AKI, nabbl n36exkaTh JIUTEIBHYIO TPOHHYIO aHTUTPOMOOTHYECKYIO
TEpanuio

[Tpu BozoOHOBIEeHNM HITOAKIT™ nMeTs BBUTY BO3MOKHOCTD CHIDKEHUS JI03BI, &
TaKKE MAKCUMAIIbHO CTPEMHUTBCS K YKOPOUCHHMIO MEPUOAA IABOMHOM W TPOWHOU

Tepanuu
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[Ipa3zyrpen u Tukarpenop He u3ydeHol B komOuHamu ¢ ABK/HAKI'. Otux

KOMOHMHAINI pa3zyMHee n30eraTh

1.7.2.8.2.2.3. /[numenvuas anmumpomobomuueckas mepanusi y OOAbHbIX C

Guopunsayueti npedcepouti, neperecuiux OKC

CornacHo coBpeMEHHBIM peKoMeHzalus, 60sbHbIM, epeHecmm OKC (kak ¢
HOJbEMOM, Tak U 0e3 moabema cermeHta ST), BHE 3aBUCUMOCTH OT BBIOpaHHOMU
taktuku JiedeHuss (UKB wim menMkamMeHTO3HOE JICYEHHE) 1eJ1eCO00pa3HO
NpOJIOJDKATh  JIBOMHYIO aHTUTPOMOOLMTApHYI0 TEpanuio  (aleTHICATULINUIOBAs
KHCJOTa + KJIOMUAOIPESl WIM TUKArpenop WIM Mpacyrpen) B Te4eHue 12 Mecsies.
bonbHbIM ®II, mnepexuBmmm OKC, Takke TpeOyeTcss OJHOBPEMEHHAs
npouaakTuka HHCYIbTa M TO ¢ TOMOIIBI AHTUKOArYJSHTOB, T.€.TPOMHAs
AHTUTPOMOOTHUYECKAsT Tepamusi, COCTOSIAs W3 acnupuHa, uHruomropa P2Y12
peuentopa (KJIONMIOTpEN, Mpa3yrpel WIA TUKarpeiaop) | MepopaibHOTO
AHTUKOATyJISIHTA, YTO CYIIECTBEHHO YBEJIWYMBAET PUCK OOJBIIMX KPOBOTEUECHHIL.
[loaTomMy crHemyer CTPEMHUTBCS MAKCHMAJbHO COKPATUTh TNEPUON  TPOWMHOU
AHTUTPOMOOTUYECKOM Teparuu.

[Tpu YKB y 60nbbx OKC u @I nenecoodpa3Ho orpaHUUUTh UCIOIB30BAHNE
CTEHTOB, BBIICJSIIOIIMX JIEKAPCTBA, COCTOSHUSIMH, aCCOLMAPOBAHHBIMU C BBICOKHM
PUCKOM  pa3BUTHS TpomM0OO3a CTEHTOB (CTEHO3 OONBIION  IMPOTSIKEHHOCTH,
MPOKCUMAIILHOE MOPAKEHUE TMEpeAHEe HUCXOMASILIEH apTepuu, MOPAKEHUE MEIKUX
COCYZIOB, caxapHbli auabeT M T.N.). B BblllenepeyncIeHHbIX CaydasiX, CTEHTHI,
BBIICJIAIOIIME  JIEKQpPCTBA, HWMEIOT  CYIIECTBEHHOE  IPEUMYILIECTBO  Mepel
rOJIOMETAITUYECKUMHU.

JUTMTeTsHOCTh TPOMHOM aHTUTPOMOOTHYECKON Teparuu y OombHbIX DIl u
OKC B 3aBHCHMOCTH OT HMMEIOLIETOCS PHUCKAa KPOBOTEYEHHWS W BHUAA CTEHTA

npezcrasieHa Ha puc. 20.

1.7.2.8.2.3. IInanosoe cmenmuposamnue KOpOHAPHuIX apmepuli.
[Tpy mIaHOBOM YPECKOKHOM KOPOHAPHOM BMEIIATENBCTBE Y 00JbHBIX ¢ DII 1

CTa0MIILHOW MIIEMUYECKOM OOJIE3HBIO Ceplia MeIeco00pa3sHO NMIUTAHTHPOBATH TOJIO-
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METAJUIMYECKUI CTEHT. [IpUMEHEHUs! CTEHTOB, BBIACISIIOIIMX JIEKAPCTBA, CIIEAYET
u3berars. VX uCmonp3oBaHue MODKHO OBITH CTPOTO OTPAHUYEHO OMpeeIEHHBIMU
CUTyallUsIMU (HarpuMep, CTEHO3 OOJIBLION MNPOTSHKEHHOCTH, MOPaKEHUE MEJIKUX
COCYAIOB, nuabeT M T.M.), IPU KOTOPBIX, KaK OXKHJIACTCS, CTEHTBI, BBLICISIONINE
JIeKapCcTBa, UMEIOT CYIIECTBEHHOE MPEUMYIIIECTBO TIEPE/] TOJIOMETATITNYECKUMH.

[locne mMIaHOBOTO YPECKOKHOTO KOPOHAPHOTO BMEIIATENILCTBA  CIELYET
paccMOTPETh  11e7I€CO00PA3HOCTh KPATKOCPOYHOM TPOWHOW aHTUTPOMOOTHUIECKOM
Tepanuu (aHTaroHUcT BuTamuHa K (BapdapuH), areTwicaluluioBas KUCIOTa U
KJIOMUOTPENT), C MOCIEAYIOMIMM JIMTENbHbIM (10 1 rofa) NpuMEHEHHEM COYETaHus
aHtaroHucra BuTammHa K wu  kimonmpgorperom B go3e 75 wr/cyt (Wi
AIeTWICATUIIMIOBONM KUCIOTHI B J103¢ 75-100 Mr/cyT B coYeTaHUM ¢ MHTHOUTOPOM
MIPOTOHHOTO Hacoca, bJlokaTopoM H2-perientopoB wiv aHTaLKIOM).

[locne IMIaHOBOrO YPECKOKHOTO KOPOHAPHOIO BMEIIATEILCTBA IPUMEHEHUE
TPOMHON aHTUTPOMOOTHUYECKOW Tepanuu (aHtaroHuct ButamuHa K (Bapdapun),
alleTWII- CATULMIIOBAs KUCIOTa M KJIIOMUAOTPENT) CIEAYET pacCMaTpUBATh 10 KpaitHen
Mepe B TeueHue 1 Mecsiia B Cilydae MMIUIAHTAllMU TOJIOMETAJUIMYECKOrO CTEHTa U B
TeyeHue Oosiee JUIMTENIbHOTO BPEMEHHM TMOCJIE€ YCTAHOBKUM CTEHTOB, BBIIEISIOIIMX
JekapcTBa (>=3 MecslEeB I BBIICIAIONIMX CHPOJIUMYC, >=0 MeECsIeB s
BBIJICJIIONINX TAKIUTaKcen). B gampHeiieM npu HEOOXOAUMOCTH MPOJIOIHKAIOT
Tepanuo KoMOMHaImMen antaronnctoMm Butamuda K (Bapdapun) ¢ kiionumorpesiom B
no3e 75 Mr/cyr (WM aneTWICAIMIIMIOBOM KHCIOTHI B jAo3e 75-100 mr/cyt B
COYETaHUM C MHTHOMTOPOM IMPOTOHHOTO Hacoca, O1okatopoM H2-penentopoB mim
aHTALIUJIOM).

Y mnammentoB ¢ @Il u oueHb BBICOKUM PHUCKOM TPOMOOIMOOIMIECKUX
OCJIOKHEHUH, BO  BpeMs  YPECKOKHOIO  KOPOHApHOIO  BMEIIATEIbCTBA
NPEANOYTUTENIFHEH HE TMPephIBaTh AHTUTPOMOOTHUYECKOE JICUCHHE AHTAarOHWCTAMU
ButamnHa K (BapdapmHOM) W HCIONB30BAaTh JIydeBOW JOCTYN Jaxke Ha (oHE
tepareBTrueckux 3Hauenniit MHO (2,0-3,0).

Ecnn anraronuct Butamuna K (Bapdapun) ucmonb3yercs B KOMOMHAIMU C

KIIOIMUAOTPECJIOM MM MaJIbIMU J03aMHU alleTI/IJ'ICﬂHI/IHI/IJIOBOﬁ KHUCJIIOTBI, MOXHO
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paccCMOTpETh  LENECOO0pa3HO  TINATEIBHOTO  KOHTPOJSA  WHTEHCHBHOCTH
AHTUKOAryJSIMMM U YMEHBbIICHUs LeNeBblX 3HaueHnid MHO no HukHero npenena
TepareBTUUECKOro auamna3ona (2,0-2,5)

[Tocne xupyprudeckon peBacKyyspu3anui Muokapaa y 6ompHbex ¢ OIT MoxxHO
PaccMOTpETH 1ie1eco00pa3HOCTh, KOMOMHAIIMY aHTaroHncTa ButamuHa K (Bapdapuna)
C OJHMM aHTUTPOMOOLMTAPHBIM TpernapaTtoM B TedeHue 12 mecsieB. OpHako 3Ta
CTpaTerusi TIIATETbHO HE H3yYanach W acCOIMUPYETCS C MOBBIIMICHHBIM PHUCKOM

KPOBOTCUYECHHUU.

1.7.2.8.3. IlimarnoBast KapAMOBEPCHUS

VY OonbHBIX, mnoABEprHYTHIX KapauoBepcun (KB), mnoBbimaercs puck
TpoMOOoIMOOIMUecKuX ocioxHeHui. [lampientam ¢ nmpomomkutenbHOCThI0 DI >48
YacOB WJIM HEW3BECTHOW UIMTENBHOCTBIO DIl peKOMEHIyIOTCS mepOopalibHbIE
AHTUKOAryJISTHTHI (Harpumep, antaroHucT Butamuna K [BapdapuH] ¢ gocTikeHneM
MHO 2-3 wim paburatpan npu HekiananHoit ®II) B teyenue >3 Hemenb 10 u >4
HeZelnb Ioce KapAWOBEpCHMM BHE 3aBUCHMOCTH OT CIOCO0A BOCCTAHOBJICHHUS
CHHYCOBOTO pHUTMa (DJIEKTpUUECKass WM MepopalibHas/B/B  JICKQPCTBEHHAS
KapAHOBEPCHS).

Ecmu y GompHOro ¢ ®I1 HapyieHa reMoiuHaMuKa U TpeOyeTcsl HeMe IeHHast
KB, pexomenayetcst BBectu HOI' (BHyTpuBeHHBIN Oomtoc + undy3us) wiu HMI B
J103aX, MPUMEHSEMBIX JUIsl JIEYEHHUs BEHO3HBIX TPOMOO30B.

Ecmu pymrensHocTs nipuctyna @I cocraBisier >48 4acoB WM HE U3BECTHA,
MOCJIE  HEOTJIOXKHOW KapJUOBEPCHUM PEKOMEHAYETCS Ha3HAUYWUTh [EPOPAJIbHBIC
AHTUKOAryJsiHThl TI0 KpailHell Mepe Ha 4 Heaenu (Takke Kak M Mocie IJIaHOBOM
KapJIMOBEPCUH ).

[Tarmentam ¢ qymrenbHOCTHIO npucTyna PIT <48 yacoB M BBICOKMM PUCKOM
MHCYJIbTa O W TMIOCJE€ KApPAWOBEPCHUHM PEKOMEHIYETCS BHYTPUBEHHOE BBEICHHE
HE(PPaAKIIMOHUPOBAHHOTO WM  HHU3KOMOJIEKYJSIDHOTO  TemapuHa B  JI03aX,
NPUMEHSEMbIX JJIsi JICYEHUS BEHO3HBIX TPOMOO30B, a 3aTeM JJIMTEIbHAas Tepanus

antaronucramu ButamuHa K (Bapdapunom) ¢ nenessim MHO 2,0-3,0.
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Ecim mmurensHocts npuctyna @II cocraBisier >48 4acoB WM HE M3BECTHA,
JIEYECHUE NEPOPAIBHBIMU AHTUKOATYJIIHTAMU CIIEAYET MPOJAOJDKATh 10 KpauHEW Mepe
4 Hexenu noce MIAHOBOW KapAMOBEPCHU.

Y OOJBHBIX C BBICOKMM PHUCKOM HHCYJbTa TEPANUI0 MEPOPATLHBIMU
AHTUKOAryJITHTAMU PEKOMEHAYETCSl IPOJOKaTh JUIMTENbHOE (HEONpPEAETIEHHO
JIOJITOE) BpEMSI.

ANBTEpHATUBOU JUIMTEIBHON AHTUKOATYJILMU IEPE] KapAHUOBEPCUEN CITYKUT
UCKJIFOYEHUE  TpoMOO3a  JIEBOIO TpEIcepAuss M €ro YyIika ¢ IOMOIIBIO
YPECHMILEBOJHOM 3XOKapauorpadguu Ha (oHE TpeABapUTENBHO CO3AAHHOTO
TEpaneBTUYECKOIO YPOBHS AHTUKOAryJsUH (HAIpUMep, ¢ MOMOLIbIO renapuHa B
7103aX, IPUMEHSAEMBIX IS JISYEHHsI BEHO3HBIX TpoM0030B).IIpu oTcyTcTBUM TpoMOa B
JIEBOM IPEACEPINHU U €r0 YIIKE MO Pe3ybTaTaM YpECIUILEBOIHON IXOKapaAUOorpapuu
Heo0xoauMo HemeuIeHHO rpoBecty KB Ha ¢oHe npoaonkaromerocss HCoab30BaHUs
renapuHa. OJHOBPEMEHHO HEOOXOIMMO Ha3HAYMTh aHTArOHUCThl BUTamMuHa K
(BapdapvH) MU OTMEHUTH TIemapuH MpH JOCTMKEHHMH UeneBblx 3Hauenuit MHO.
[IepopanbHble aHTUKOAryJISHTHI CIEAYET MTPOAOIIKATh, 10 MEHBILIEH MEpE, B TEUCHHE
4 genens rocne KB.

Ecnu npu upecnuieBoHOM 3X0Kkapauorpaduu BeISBICH TPOMO, B TEUSHHE IO
MEHbIIEH Mepe 3 HeAenb PEKOMEHAYETCS IPOBOJAWUTH JIEUYEHHE AHTAarOHHCTOM
ButamuHa K (Bapdapunom) c mnenesbiv MHO 2,0-3,0 u 3areM MOBTOPUTH
YPECIUIICBOIHYIO 3XOKapauorpaduro, 9ro0bl yOeauThes B pacTBOpeHu: TpoMoa. I1o
MHEHHMIO POCCHIICKHMX AKCIIEPTOB y OOJNBHBIX ¢ HU3KUM PUCKOM KPOBOTEUEHMM, NPU
OTCYTCTBHM TOYEYHOW HEIOCTAaTOYHOCTH B KAYECTBE AHTUKOAryJsHTa MOXKET OBbITh
TaK€ WCIOJIb30BaH HU3KOMOJIEKYJISIPHBIM I'elapvH B J103€ JUIS JIEUYEHHs] BEHO3HBIX
TPOMOO30B (PHOKCAIApUH TOJ KOXKY KUBOTAa B J03¢ 1 MI/Kr 2 pa3a B cyTtku). Ecnu
Opy  TOBTOPHOW YPECHMILEBOAHOM HXOKapauorpapuu BBIBICHO pPAaCTBOPEHHE
TpomOa, cieayeT MPOBECTH KapAMOBEPCHIO M MPOJODKUTH MPHEM IEPOPATbHBIX
AHTUKOAryJsTHTOB B TeueHHE 4 HeAenb WM MOXKU3HEHHO (MpU HaIU4YuM (PaKTOpOB

pHUCKa).
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Ecnu mnpu mNOBTOPHOM UpecHUIEBOTHOW 3XOKapauorpa(uu  BBISIBICHO
pacTBOpeHHe TpoMOa, CIIEAYeT MNPOBECTH KapAUOBEPCHUIO WU MPOAOIKUTH MPHEM
NEpOPATBbHBIX AHTUKOATYJISTHTOB B TeueHHE 4 HeJeNb WM TOKU3HEHHO (IIPU HATMYUN
(hakTOpOB pUCKA).

Ecin 1o fmaHHBIM  TOBTOpHOM — YPECHHUIIEBOAHON  3XOKapauorpaduu
COXpaHsieTcsi TpoMO, MOXHO PAacCMOTPETh BOMPOC 00 aNbTEpPHATUBHOM CTpaTeruu
JiedeHus1 (KOHTPOJIb YAaCTOThI CEPJICYHBIX COKPAILICHUI).

[Ipu kaparoOBEpCHH Y MALIMEHTOB C TPETIETAHUEM IIPENICEPIUN PEKOMEHTyeMast
CX€Ma aHTHKOAryJLMY aHATOTMYHA TAKOBOU y 00bHBIX ¢ DI

Y OonbHBIX C (aKTOpaMHM pPHUCKAa HWHCYJIbTAa TEPANMIO MEePOPATLHBIMU
AHTUKOAryJITHTAMU CIIEAYET MPOJOJDKATh MOXKHU3HEHHO, JaKE B CIIydae CTOMKOIO
COXPaHEHUS CHHYCOBOI'O pPUTMa MOCJIE KAPAHUOBEPCHH.

Ecmu pymutensHocts @I coctaBnsier <48 4yacoB Uy OOJIBHOIO OTCYTCTBYIOT
(daxTopbl pucKa TPOMOOIMOOIMYECKUX OCJIOKHEHUH, 10 M TOCHEe KapIUOBEpCHU
MOTYT OBITh HCIIOJIb30BaHbl BHYTpUBEHHOE BBeAeHne HO®IT wim 1noaKokHbIe
uabekimn HMI' B n03ax, peKoMeHAyeMbIX ISl JICUEHUs] BEHO3HBIX TpoMO0030B. B
NOJOOHBIX  Cydasx [epopajbHas AaHTUKOAryJsIMs TOCJI€ BOCCTAHOBJICHUS
CHHYCOBOT'O PUTMa HE TpeOyeTcsl.

besonacHocte ucnomszoBanuss HIIOAK mnpu npoBeaeHny — I1aHOBOM
KapAMOBEPCHUH LIENICHAITPABIIEHHO HE U3y4alach.

Janneie, nomyueHHble B wuccienoBannn RELY,  npoaeMoHcTprpoBain
BO3MOKHOCTh TipoBenieHust KB Ha Qone npuema maburatpaHa, mpu YCIOBHM €TO
npuéMa Kak MUHUMYM B TedeHue 3-x Henenb 10 KB, Bo Bpems 1 B TeueHue He MeHee
4 nenens nocsie KB. TlosTomy skcniepThl yka3zaiau Ha BO3MOKHOCTH IpoBeaieHust KB y
oonmpHbIx  DII, Ha (¢oHE mnpomoDKaroIIeicss Tepanuu JgadburatpaHoMm, 0e3
JIOTIOJTHUTEIBHOTO HCIIOJIb30BAHNUS IPYTHX aHTUKOATYJISIHTOB

B mpouecce mposenenus uccienoBanuii ARISTOTLE u ROCKET-AF, B
KOTOPBIX C Bap(hapvHOM CPaBHUBAIMCH alMKca0aH W puBapokcabaH, Takke ObUIU

MManCHTBI, KOTOPBIM ITPOBO/JAWJIACH KB, HO MX KOJMYECTBO OBLIO HC3HAYNTCIbHbBIM,
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yToObl pexomeHnoBath 3T JBa HIIOAKIT B kadecTBE aHTUTPOMOOTHUYECKOM
nojiepxkku 1 KB.

@DakTopoM, ONPENEIISIONIMM JUIMTETBHOCTh AHTUKOATYJITHTHOW TEpaIuy Mocie
KB, sBisgercs umeromuyiics y OONBHOTO pUCK HMHCYAbTa M TO. VY mDalmeHToB c
(daxkTopamMi pHCKa UWHCYJbTa WM BBICOKOM BeEpoOATHOCTBIO peuunuBa DII
HepOpaIbHbIE AaHTUKOATYJISIHTBI CIIEAYET IPUHUMATh JUIUTENIBHO, BHE 3aBUCUMOCTH OT
TOro, OYyAyT 53TO aHTaroHUCThl BUTaMuMHa K WM HOBBIE TEpOpaIbHbIC

AHTHKAOT'YJISIHTHI.

1.7.2.8.4. KarerepHas abianus JIEBOTO MPEACEpaUs

Bo Bpems mnpoBeneHHs KaTeTEpHOM abianuu npu  PII  BO3MOKHO
NpPOJIOJDKEHUE  JICUCHUSI TEpOpPAIIbHBIMU  AQHTUKOArYJIIHTaMu  (BapgapuH) co
camxeHuem MHO no 2,0.

B ciydae ucnonb3oBaHMs TEPIUU «MOCTa» TEpesl BO3OOHOBIEHUEM Teparuu
HEepOpaIbHBIMUA AHTHKOATYJISTHTaMH (KOTOPYIO CEAYEeT MPOJOKaTh KaK MUHUMYM 3
Mecsilia) BO3MOXKHO ucnosb3oBaHue JieueOHbIX 103 HOI' wmm HMI'. Tlpu npunstun
peleHrs] O TOCIEAYIOEN JUINTEIIbHOCTH JIEYEHHUs AHTUKOAryJsTHTAMU CIIEIYET
YUUTBIBATh HATMYME (DAKTOPOB PUCKA MHCYJIBTA Y KOHKPETHOTO OOIBHOTO.

IIponomkenye JIMTENBHOM TepaNyy NepOPAIbHBIMU AHTUKOATYJISITHTaMU [10CIIE
abyaruu peKOMEHIyeTCsl BCEM MalMeHTaM ¢ grcioM OaimioB mo mkaire CHA,DS,-
VASc> 2, He3aBUCHMO OT Ka)KYILErocs ycnexa npoueaypsl.

OnbiT npumenenust HITOAK orpanuuen.

1.7.2.8.5. OcTpblii HIIIEMUYECKUN UHCYIIBT

OcTphlii  UIIEMHUYECKUH  MHCYJIBT HEPEIKO  OKa3bIBACTCS  MEPBBIM
nposiinerreM DI, yunteiBast yactoe 0€CCUMITOMHOE TEUEHUE apUTMUU. TaKTHKa
BEJICHUS TOAOOHBIX OOJIbHBIX H3yu€Ha HEAOCTaTOYHO. B TeueHme mepBhIX 2-X
HEJIeNIb TOCTE KapAHOAIMOOINYECKOTO WHCYJIhTAa OTMEUYAETCsl HanOoJiee BBICOKUI
PUCK €ro pelHJrBa, CBSI3aHHOTO C TMOBTOPHOW TpombOosMOommen. OmgHaKo

aHTUKOATyJISIUs B OCTpYIO (a3y HHCylIbTa MOXET MPUBECTU K PA3BUTHUIO
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BHYTPUYEPEITHOTO  KPOBOTEUEHHUs WM TeMOpparnyeckoil TpaHchopmanuu
uH(apKTa MO3ra.

VY nmauuenToB ¢ @Il u ocTpbiM HlieMu4yeckuM UHCYIbTOM Wi TUA nepen
HAa4yaJIOM AHTHKOAryJSIHTHOM Tepanuu HEOOXOIMMO OOECHeYHuTh aJeKBATHBIN
KOHTPOJIb apTEPUATBHON THIEPTOHUH U TPOBECTU KOMIIBIOTEPHYIO UM MarHUTHO-
PE30HAHCHYIO TOMOTpa(UI0 TOJIOBHOTO MO3Ta JJII UCKIIOUEHHUSI BHYTPUUYEPETTHOTO
KPOBOW3JIUSHUS.

[Ipy BO3HUKHOBEHHHM UIIEMUYECKOTO UHCYIbTa Ha (OHE Tepanuu
nepopaibHbIMM AHTHKOATYJISIHTAMHU, NPUMEHEHUE TPOMOOIUTUYECKON Tepanuu
TKaHEBBIM aKTUBAaTOPOM IIJIA3MUHOTEHA B IMEpBbIE 4,5 yaca OT €ro BO3HUKHOBEHUS
MPOTUBOINOKa3aHo. YuuTkiBas nepuon nonyBbiBeaeHus HITOAKI (8-17 udacos),
TPOMOOJIUTHYECKAsT Tepanusi He MOKET ObITh MpPOBEACHA paHee 48 yacoB mocie
nocieanero npuema HITIOAKT. [lnga yToyHEHHs IPOJIOJHKAIOLIErocsl IEWCTBUS
HITIOAKI', MOXHO KCIIOIB30BaTh HEKOTOPKIE JJabopaTopHble nokaszarenu - AUTB
(mnmst maburaTpaHa) WM NPOTPOMOMHOBOTO BpEeMEHH (IUisi puUBapokcabaHa W
anuckabaHa): eciau 3TH JIa0DOpaTOPHbIE TOKA3aTeNd MPEBBINIAIOT HOPMaJbHBIE
3HAYCHUs, TMPOBEACHHE TPOMOOJUTHYECKONM  Tepanmuud  MPOTHBOIOKA3aHO.
AJIbTEpHATUBBIM METOJIOM JICUCHHS] B TAaKOW CUTyallud CJEAYyeT paccMaTpUBATh
MEXaHUUYECKYI0 PEKAHATN3ALMIO OKKIIO3UPOBAHHON apTEPHUH.

Knunnueckue wucciaenoBaHusi, MOCBSILIEHHBIE BOMNPOCY BO300HOBIICHUS
AHTUKOATYJISIHTHOM TEPANMUHU IMOCIE TEPEHECEHHOTO MIIEMUYECKOTO HWHCYIbTA,
OTCYTCTBYIOT.

Ecnmu y 6ombHOTO ¢ OII Bo3HMkia THUA, uckitouéH MHCYIbT M HET pUCKA
KPOBOTEUEHHUSI, CJIEAYET PaCCMOTPETh LEIECOO00pPa3HOCTh CKOpEHIIero Haudasna
JICYEHUS aHTUKOAryJISTHTaMHU.

[Ipy  uUmIEMUYECKOM  HWHCYJIbTE M  OTCYTCTBUU  BHYTPUYEPEITHOTO
KPOBOTEUYEHHSI BOIPOC O HA3HAYEHUHU NEPOPAIBHBIX AHTUKOATYJSHTOB JOJIKEH

paccMaTpUBaTHCS MPUMEPHO Yepe3 2 HEJEIU MOCIIe MU30/a.
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Ecnu nmemuueckuil MHCYJIbT UMEET OOJBIINE pa3Mepbl, AHTUKOATYJISIHIO
1EJIeCO00Pa3HO OTJIOXKUTh, YUUTHIBAs PUCK TeMOpparudeckoi TpaHchopmanuu
oyara UHCYJIbTa.

[Ipu HanmU4UUK BHYTPUYEPEITHOTO KPOBOTEUCHHUSI HA3HAYaTh AHTUKOATYJISTHTHI
HE CcleyerT.

HekotopsiMu 3SKcepTaMu  BBICKA3bIBA€TCS MHEHHME O 3aBUCHUMOCTH
BO30OHOBJICHHSI TIpHEMa  TEpPOpPAIbHBIX AHTHUKOAryJIsSHTOB  (BapdapuHa WU
HIIOAKT') oT TspkecT MHCY/NbTa: MpPU HEOOJBIIOM, KIMHHUYECKH HETSHKEIOM
UIIEMUYECKOM MHCYJIbTE, aHTUKOATYJITHTHAS TePaIusi MOKET ObITh BO30OHOBJICHA
yepe3 3 JHSA; IPU UIIEMHUYECKOM HHCYJIBTE CPEIHEW TSHKECTH — 4yepe3 6 aHew, a
npu OOJIBIIMX UHCYJIbTaX — HE paHee, 4YeM dyepes 2-3 Helemnu.

Ecom 'y OompHoro ¢ @I Ha (¢oHEe anekBaTHO MPOBOIUMONA
AHTUKOATYJITHTHOM Tepalliy ¢ UCIOoJIb30BaHUEM aHTaronructoB Buramuda K (MHO
2,0-3,0) pa3BuBaercs WIIEMUYECKUNA WHCYJIBT WU CUCTEMHash TPOMOOIMOOHS,
CTOMT  PACCMOTPETh  LIENECOOOPa3HOCTh  YBEJIMYEHUS  HHTEHCHUBHOCTH
aHTUKoaryyisiuuu Ao auanazona MHO 3,0-3,5, a He npucoeIuHEHUs

aHTUTPOMOOILIMTAPHOIO Mpenapara.
1.7.2.8.6. OcTpblii TeMOpparuyecKuii UHCYJIbT

Cpenu Bcex OOJBHBIX C BHYTpHUEPENHBIMH KpoBoTedeHHsiMHU, 12-14%
MPUXOJIUTCS HA AIMEHTOB, MOJYYAIOIIUX TEPAUI0 aHTarOHUCTaMu ButamuHa K.

Ecnun remopparmueckuid uWHCynbT pa3Bwica Ha ¢oHe mnpuema ABK
(BapdapuH), B KaUeCTBE aHTHI0TAa BO3MOXHO MCIOJIb30BaHUe BUTamuHa K.

Y HIIOAKr noka HET aHTHUIO0TOB, MO3TOMY C T€MOCTAaTHYECKOW IIEJIbIO
MOET OBITh MCIOJIb30BaHa CBEKE3aMOPOKEHHAS IIa3Ma KPOBH I KOHIICHTPAT
npoTpoMOuHOBOTO KoMmruiekca. Kopotkuii nepuona nomyssiBenenuss HIIOAKT (8-
17 4yacoB) ciieiyeT TakKe YYUThIBATh MPU NPUHATHUU PEIISHUs] O TEMOCTaTHYECKON
Teparum.

[Ipu BBICOKOM pHUCKE KapJIHOAIMOOIMYECKUX OCJIONKHEHUU U HU3KOM PUCKE

IIOBTOPHBIX ~ BHYTPUYEPENHBIX  KPOBOTEUEHMM  Tepamus  NEepOpaIbHbIMU
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AaHTHKOATyJTHTAMU MOET ObIThb BO300HOBIEHa uepe3 1—I14 nHelt mocie
BHYTPUYEPEITHOTO KPOBOTEUEHHS, BBI3BAHHOTO OOpaTUMON MNpUYMHY (TpaBMa

gyeperna).

[Ipy  CHOHTAHHBIX  BHYTPUYEPEHHBIX  KPOBOTECUCHUSIX, Ha3HAUYCHUE
antaronuctoB ButamuHa K (Bapdapun) u HOAK mnportuBomokazano. Takum
OOJBLHBIM CJIENYET MCIOIb30BaTh HEPapMaKOJIOTHUECKHE METOAbl MPOPUIAKTUKH

uHCYIbTa U TD (OKKIIOIEPHI YIIIKa JIEBOTO Mpeacepaus).
1.7.2.8.7. bosibHbBIE ¢ XPOHUYECKOM O0JIE3HBIO MOYEK.

Xponuueckas 6ose3nb nouek (XbII) co cHkeHneM KiupeHca KpeaTUHUHA
(KK) < 60 wmn/MUH sBJISIETCS HE3aBUCHUMBIM  (DaKTOpOM pHCKAa  Kak
TpOMOOAIMOOTUYECKUX, TaK U TEMOPPAruyecKux OCIOXHEHUN y OoabHBIX ¢ DII.
[Ipumenenue antaronuctoB BuTamuHa K (BapdapuH) 3HaUUTENIBHO CHUXKAET PUCK
TpOMOOAIMOOJTUYECKUX ~ OCJOKHEHUW,  OJHOBPEMEHHO  TIOBBINIA  PHUCK
KPOBOTE€UEHUM. J[IUTENbHBIA KIMHUYECKAM OIBIT MPUMEHEHHUS AHTarOHUCTOB
ButamuHa K (Bapdapun) y O6onbHbix ¢ XBII, mam ocHoBaHHME TPUMEHSTh HX
OCTOPOXKHOCTBIO Y OOJBHBIX C YMEPEHHBIM U BhIpaXeHHBIM cHIbKeHHeM KK, B Tom
yucie < 30 Mi1/MUH.

Kimnanueckne wuccnepoBanus ¢ HIIOAKI, B KOTOpBIX y4acTBOBAJIO
3HAUUTEIBbHOE YUCIIO OOJBHBIX, UMEBIIMX JIETKYI0 U cpefaHioro crenenb XbII co
camkennem KK go 30-50 wmur/mMuH, TpOJIEMOHCTPUPOBAIN HEOOXOIUMOCTH
peryJIsipHONM OIEHKH (PYHKIIUM TIOYEK TPH JIUTEILHOM TMpHEeMe MepOopaibHbIX
aHTUKOArylsHTOB. (OJIHAKO B MCCJICIOBAHUSX, MOCBSIIEHHBIX d()PEKTUBHOCTU U
Oe3omacHoCTH JabwratpaHa W pUBapoKcabaHa, HE BKIIOYAINUCH TMAIUCHTHI C
KJIMpeHcoM kpeatnHuHa < 30 MJI/MHUH, a BeJIMYMHA KIUpEHca KpeaTuHuHa < 25
MJI/MHH OblIa KpuTepueM HcKkiaoueHus B wucciaegoBanuun ARISTOTLE,
n3yuaBiieM 3((PEKTUBHOCT, W 0E€30MaCHOCTh amukcabaHa il TPOPUIAKTUKU
TpomMO03MOOUi y O0bHBIX ¢ HekianaHHod @PII. DTo 00ycioBiIEHO TeM, YTO
HOAK B 3HauYMTEIBHON CTENEHN BBIBOISITCS ITOYKAMH. JDTO OCOOEHHO BAXKHO IS

naburaptana, 80% KOTOpOro BBIBOAMTCS TMOYKAMH UM MEHEE CYIIECTBEHHO IS
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puBapokcabaHa U anvkcabana, MOYEYHBIN MyTh STUMUHAIIUNA KOTOPBIX COCTABIISET
35% u 27% coorBerctBenHo. Hanmnune XbBII co cumxenuem KK amxe 60 mia/mMua
Tpebyer cHmwkeHus n036l HIIOAKI. Pekomenpanuu mo aHTUTPOMOOTHYECKOM
tepanuu y 00ybHBIX ¢ PII u XpoHnUyeckoil 00JIE3HBIO MOYEK MPUBEICHBI paHee B
pazaene «lIpakThueckue cOOOpaKCHHS W KOHTPOJIb 3a 0€30MacHOCTHIO npu

JICUCHUHU HOBBIMU IICPOPAJIBHBIMU aHTHKOAT'YJIAHTaAMMW))> U tabn. 10.

Tabauya 10. Pexomernoyemvie 00361 HIIOAKI y 60abHbIX ¢ XpOHUYECKOU OOIE3HbI0 NOYEK

dakrop Jlaburarpan PuBapokcaban ArnukcabaH
Pazpermiens! k KK > 30 mi/mMun KK > 15 mu/mMuH KK > 15 mu/muna
MPUMEHEHHUIO eCIH
Nzmenenne no3er | KK > 50 mur/mMun KK > 50 mu/mMun Kpearnnun mia3mer >
He Tpedyercs ecnu | (150 mr x 2 pasza B (20 mr x 1 pa3 B genn) | 1,5 mr/mn
JICHB ) (5 Mr x 2 pa3a B JicHB)
Wsmenenns no3el | KK =30-49 mi/mun | KK =15 -49 mo/munr | KK = 15-29 mu/muH uimm
pu XbII (110 mr x 2 pa3za B (15 mr x 1 pa3 B 1eHb) | KpeaTUHUH IU1a3Mbl >1,5
JICHB) mr/mt (2,5 mr 4 2 paza B
JICHB)
IIpumenenue He KK < 30 mn/mMun < 15 ma/mMun < 15 ma/mMun
MOKa3aHO

KK-knupeHnc kpearnHnHa
1.7.3. Heghapmaronozuueckue memoovt npopuiakmuKku uHCy1bma

YKo 1€BOro mpeAcepausi CUATAETCS OCHOBHBIM (HO HE €IWHCTBEHHBIM)
MeCTOM 00pa3oBaHHsl TPOMOOB, KOTOpPHIE MOTYT MPUBOAUTH K HIIEMHUYECKOMY
VHCYJIBTY Y IarueHToB ¢ OII.

Xupypruueckas pe3eKiusi Wi YIIMBaHUE YIIKA JIEBOTO MPEJICepaUs 4acTo
BBITIOTHSIOTCSL  (KaK COMYTCTBYIOIIAsh TMPOIEAypa) BO BpeMs oOIepalud Ha
OTKpBITOM cepaie. B mocnennee Bpemsi ObUM pa3pabOTaHbl MaIOMHBA3WBHBIC
SNUKApAUAIbHBIE M WHTEPBEHIIMOHHBIE TPAHCCENTAIbHBIE METOJIUKU OKKIIO3UU
OTBEPCTUS YUIKa JIEBOTO MPEACEp/Us B LENSIX CHWKEHUSI pUCKA MHCYJbTa. JTH
NpoIEAYpbl U YCTPOWCTBA MOTYT CIYXHUTh QJIbTEPHATUBOW MEPOPaIbHBIM
aHTuKoaryjiassHtaM y 60JbHbIX ¢ DII ¥ BHICOKMM PUCKOM WHCYJIbTA MPU HATUYUH

MPOTUBOIIOKA3aHUN K JIJUTEIBHOMY MPUEMY MEPOPAIbHBIX aHTHUKAOTYJISHTOB. B
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HEpPaHJIOMU3UPOBAHHBIX  HAONIOJATENIbHBIX ~ WCCICAOBAHUSIX,  BKJIFOYHBIINX
OTHOCHUTENIHO HEOOJBIIOE YHCIO TMAIMEeHTOB, OblIa IMOKa3aHa BO3MOXKHOCTD
BBITIOJTHEHHUST YPECKOKHOM OKKITIO3MH YIIIKA JIEBOTO Mpezcepans. B HacTosee Bpemst
JUISl KIIMHAYECKOTO MCTOJIb30BaHusl B EBpore JOCTYmHBI ABa CaMOPACIIMPSIOLIIXCS
YCTPOWCTBA, KOTOPHIE TPAHCCENTAILHO BBOAATCA B YIIKO JIEBOTO IPEACEpAMs:
WATCHMAN (Boston Scientific, Natick, MA, USA) u Amplatzer Cardiac Plug (St.
Jude Medical, St Paul, MN, USA), HO ux OIleHKa B KOHTPOJIUPYEMBIX UCCIICTOBAHUSIX
MIOKa HE 3aBeplIleHa.

XOTsl KOHIIENIMS OKKIIO3UU YIIKa JIEBOTO MpPEACepus MpPeICcTaBIsSeTCs
000CHOBaHHOM, B HACTOSIIIEE BPEMsI HEJOCTATOYHO JTaHHBIX 00 3P (HEKTUBHOCTHU
u 0e30MacHOCTH, YTOObI MOXKHO OBIIO PEKOMEHJ0BaTh 3TOT MOJIXOJ BCEM
naruenTam ¢ @I, kpome TeX, KOMy MPOTHUBOIIOKA3aHa JJIMTEIIbHAS TEParvsl

IICpopalIbHbBIMU aHTUKOAI'YJIsIHTAMH.
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2. KEJIY JOYKOBBIE APUTMUHU

2.1. KKeaynoukoBasi IKCTPACUCTOJIMS M MAPACUCTOJIHS

2.1.1. Kenyoouxoeasn 3xcmpacucmonusn

[IpexxneBpemMeHHas (MO0 OTHOLIEHUIO K OCHOBHOMY PUTMY) 3JIEKTpUYECKas
aKTUBALUS CEepAla, UHIYIUPOBAHHAS UMITYJIbCOM, ICTOUHUK KOTOPOTO HAXOJIUTCS
B HOXXKaX WJIM Pa3BETBJICHMsX Iydka [mca, B BosmokHax [lypkuHbe mim pabouem

MHUOKapPE KEITYI0UYKOB, HA3bIBAETCS H(EHYI[O‘IKOBOIZ HKCTPACUCTOJION.
2.1.1.1. Ilamoghuzuonoeus

MexaHu3Mbl TTOBTOPHOTO BXOJa BOJIHBI BO30YKIIEHUS(IIPEAKIE BCEr0) WIH
TPUITEpHAs]  AKTUBHOCTb,  WHUIMUPYEMas  paHHUMHU  WIM  MO3JHUMHU
MOCTAETIONSAPU3ALUAMH, B MOJABISIONIEM OOJBIIMHCTBE CIIy4aeB JI€KAT B OCHOBE
xKemynoukoBoil  skcrpacuctonuu  (OKD).  Ipyrume wmexaHusmbl  (yCHIICHHE

HOPMAaJIbHOTO aBTOMaTU3Ma, MaTOJOIrMYECKUM aBTOMATHU3M) MEHEE BEPOSITHBI.
2.1.1.2. Pacnpocmpanennocmo. Ilpunutsl 603HUKHOBEHUS

Onunounas KO Hepeako peructpupyercs mpu 3anucu crtangapTHot DKI
y 3J0pPOBBIX JUI MOJIOAOT0 U cpeanero Bo3pacta(0,5-2% ciydaeB), u ele 4vaiie
OOHapy>KMBaeTcsi y HHUX C TIOMOIIBIO amMOynaTOpHOro  XOJTEPOBCKOTO
MoHutTopupoBanuss OKI' (XM OKI'). KomnuuectBennole mposiBieHus KO
YBEJIMYUBAIOTCS ¢ BO3pacToM. bonee crnoxubie Gpopmbl XKD (mapHas, moJUTOIHAS,
CM. HWXKE) TaKKe€ MOTYT OOHApyKMBAaThCA Yy 30POBBIX JIMI[, HO WX TOSIBJICHHUE
Oojee BEpPOSITHO B CBSI3M C HAJIMYMEM OCHOBHOTO 3a00JieBaHMs, Kak
sTHONIOTUYECKOTo  (pakTopa. OCHOBHBIMH TpUYMHAMU BO3HUKHOBeHus KO
sBisttoTcst Xpouudeckas MBC, moctuH)apKTHBIA KapauOCKIepo3, TUnepTpodus
MuoKapza (00yclIOBIEHHAsI apTEepUAIbHON TUNIEPTOHUEH, MOPOKAMU a0PTAIBLHOTO
KJIallaHa W Jip.), BOCHAJMUTENIbHBIE 3a00JIeBaHMS MHOKap/a, KapJAHOMUONATUU
(IunaTanuoHHas, rUnepTpopuyeckas, apUTMOreHHas JHUCIJIa3us MHUOKapia
MpaBoro >KelyAouka W Jp.), UHQUIbTpaTUBHbIE 3a0oseBaHus Muokapaa. K3

MOXET OBITH CJICACTBUEM T JIHKO3HI[HOI>1 HMHTOKCHUKAaIluH, IMPUMCHCHUA
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aHTHAPUTMHYCCKHX TpernaparoB (mpexae Bcero | kmacca [IA kimacca: XUHHIWH,
npokanHaMuy, aiimanuH; |C Kiracca: 3TMO3WH, 3TallM3KH, autanmuHuH |, pexe — 1
kiaacca [cotamon, amuomapoH]). HapymieHuss  3meKkTpoiauTHOro — Oaiaxca
(rumokaneMus, TMIIOMAarHeMusl) TAaKKe€ MOTYT OBbITh NMPUYMHONW BO3HUKHOBEHUS
XKD.

2.1.1.3. Juaecnocmuka. Knunuueckue nposienenust

I[Ipu XD pes3ko Hapymaercs MOCIEAOBATEILHOCT  BO30YKICHUS
XKenynouykoB. Jlemonsipu3anyisi HAuMHAETCS C MHOKap/a TOro JKEIyJodyKa, B
KOTOpPOM pacnoJjiaraercsi MCTOYHMK KD, M yX IOTOM BOJIHA BO30YXIACHUS
pacpoCTpaAHSAETCS HA MPOTUBOIOIOKHBIN Kemyaouek. Bemencrsue atoro, Ha KT
HaOmomaercst pacmupenue (06bryHO Oonee 0,12 ¢) u aedopmanus KOMILIEKCa
QRS, mMopdomnorusi KOTOpOro OMpeAenseTcss aHATOMUYECKUM PacIOJIOKEHHUEM
UCTOYHHKA SKCTpacucTonuu (puc. 21). DKCTpacUCTONbI, UCXOMASIIUEC M3 JICBOTO
KEITYJI0UKa, TMPOSBISIOTCS BBICOKUM, PACIIMPEHHBIM, HEPEIKO 3a3yOpeHHBIM
3yoroM R, peructpupyronMcss B TpaBbIX TPYIHbIX OTBeneHusix. Ilpu
MPaBOXKEIyIOYKOBBIX OJKCTPACHUCTONAX, BBICOKMW W pacimMpeHHbll 3yberm R
XapakTepeH sl JIEBbIX TPYAHBIX OTBeAeHUM. Moryt HaOIIOAaThCA pas3IMuHbIC
BapuaHThl KoOH(purypamuu komiuiekcoB QRS, B 3aBucumoct oT TOTO,
pacrnoyiaraeTcsi JIM HMCTOYHUK SKCTPACUCTONIMH B OOJACTH TEPETOPOIKH HIIU
CBOOOJIHOM CTEHKHM MPABOr0 WM JIEBOTO JKEIYyJ0uKa, OJuxke K Oa3aibHbIM HWJIU
anukanbHbIM oTAenaM. CermeHT ST u 3y6enr T oObIYHO HampaBiieHBI B CTOPOHY,

IPOTUBONOJIOXKHYIO  INpeoliajaromeMy  OTKIOHEHHI0  koMmiuiekca — QRS.

MK

Puc. 21. Oounounas oicenyoouxoeas sxcmpacucmona(obosnavena cmpenaxou). IIKII — nonuas
KoMneHcamonas naysda. 2RR — 08a HOpMAnbHBIX CepOeUHbIX YUKAA. (XONmeposcKas MOHUMOPHAS 3aNUCh
OKT).
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XKD, ucxoapsmue U3 OJHOIO HCTOYHHKA (MOHOTONHBIE), XaKTEPU3YIOTCS
onurHakoBoi Mopdomoruerr komruiekcoB QRS u mocrosHHON ((UKCHPOBAHHON)
BENTMYMHON MHTepBaia cuerieHus. [loauTomHasi 3KCTpacUCTONUS MPOSBISETCA
paznuuHeiMi 10  (opme komruiekcamMu QRS, Bo3HHKaOUMMH C  pa3HBIM
WHTEPBAJIOM cliemieHUus. Eciu sKCTpacucToNMYecKuii KOMIUJIEKC HAaKJIa/IbIBaeTCs
Ha 3yOen T npenmectByromiero komruiekca QRST ocHOBHOro puTMa (CHHYCOBOTO,
bubpumiauuu npeacepanii u nap.), T.e., €CIM OTHOIICHHE MHTEepBaja CLEIICHUS
KD x pnmurensHocTH uHTepBana QT komruiekca OCHOBHOTO pUTMa MeHbIe 1, TO
TaKasi DKCTPACUCTOJIMSI HA3BIBAECTCS paHHEW WM dKcTpacucronued tmna R na T
(R/T). Cwmpblca BBIICIICHUS 3TOTO THIA YKCTPACHUCTOJUHU 3aKII0YaeTCs B TOM, UTO,
IpU  HAJUYUHM ONPENENECHHBIX JOIMOJHUTENbHBIX YCIOBUNW, HMEHHO paHHUE
HKCTPACUCTOJIbI, YA€ BCEro, MHAYLHUPYIOT Pa3BUTHUE KEITYJOUYKOBOU TaxUKApAUU
u GUOPWILISAIUN KeIyAoukoB (cM. HuUxke). Kpome Toro, oHu B HamOoJbIIei
CTENIEHU TeMOJMHAMHYECKU HETOJHOIICHHBI, TaK KaK MMEIOT CHUKEHHBIN 00beM
U3rOHSIEMON  KpPOBM 3a  yjAap, M3-3a PE3KOro YKOPOUYEHHS BpPEMEHU
JTUACTOJINYECKOTO HAMTOJTHEHHUS JKEITyTI0UKOB.

HNHorna MOXeT MpoCieKUBaThCA KPAaTHOCTh MosiBieHUs1 XKD 3KcTpacucTon
B OTHOIIICHUU K CUHYCOBOMY PUTMY, YTO MUMEHYETCS ajuiopurmueii. CocTosHusA,
MIPU KOTOPBIX IKCTPACUCTOJIA SABJISIETCS KaXIbIM BTOPBIM, TPETHUM HJIM Y€TBEPTHIM
COKpAIllEHHEM, Ha3bIBAlOTCA OM-, TPH- M KBaJpUreMHHHEH, COOTBETCTBEHHO
(puc. 22). KD moxer ObITh OAWHOYHONH W mapHou (puc.23). Tpu u Oojee
CJIEIYIOUIUX TOJPS )KEeIYAOUYKOBBIX IKTOMMYECKUX KOMIUIEKCA, IO OMPEEICHHUIO,
KBATH(PHUITUPYIOTCS KaK JKeJTYyI0UYKOBBIi PUTM WIH JKeJTyI0UYKOBasi TAXHKAPAHSI,
€CJIM 4acToTa CIEJOBaHUS IKTOMUYECKUX KOoMIUIeKcoB npesbimaeT 100 B 1 mun. B
CBS3M C OTHM, HENPAaBUIBHBIM CIEAyeT CYHTAThb TEPMHUH «TPYIIIOBAs
HKCTPACUCTOJINSA, KOTOPHI MHOT/IA MPUMEHSETCS B OTHOIICHUU 3—5 CIEIYIOIIHNX
MOJIPSITT KTy T0YKOBBIX SKTOIMUYECKUX COKPAIICHUM.

B OonbmmHcTBe ciydaeB KD He CONpPOBOXKAAETCS PETPOTrpPaTHOM
akTuBanuen npencepanil. [Ipexae Bcero noromy, 4To y 3HaUMTEIIBHON YaCTH JIUI
perporpanHas (>KellyJ0YKOBO-TIpeicepAHasi) MPOBOJAUMOCTb OTCYTCTBYET, YTO
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SBJIIETCSI OJTHAM W3 BapuaHTOB (pu3noiorudeckoit Hopmbel. Kpome Toro, maxke npu
HaJIMYUU PETPOTPaTHON MPOBOJUMOCTH, BOJIHBI BO30YKJACHUS OT KEIYAOUYKOBBIX
HKCTPACUCTOJI, OCOOEHHO paHHUX, MOTYT Tonaaarb B Qa3zy 3(PPeKTUBHOTO
pebpakrtepHoro mnepuoga AB-coemunenus wu OmokupoBaThcsa. Jlumb mpu
OTCYTCTBUU 3THX JBYX YCJIOBUM, TMOCJE 3KCTPACHUCTOJINYECKUX KEITYIOYKOBBIX
KOMILJIEKCOB y/Ia€TCsl 3apETUCTPUPOBATh PETPOrpanbie 3yOubl P, oTpunarenbHbie

B otBeaeHusx 1I, III, aVF.

f
|! | ! ' IJ| ” ‘ |l |‘
V5. ! | ||§ l [ | . |J |
5 \v.:'l i\\j,____,_f-, lirﬁu-ﬁ_ﬁ ) Ir_/ A, |‘\_\J|'II |\“J R J - w JL r-’f.\J'l

Puc. 23. TlapHast >xenyJdo4koBas SKCTPACHUCTONHSA, MpOTEKarollas Kak IapHas TPUTEeMHHUS
(Xonreposckas MoHuTopHas 3anuch JDKI).

PerynspHocTh  cepiedHOro  puTMa  HApYMIAeTCs  JKEIYyAOYKOBBIMU
DKCTPACUCTOJIAMA HE TOJBKO BCIEACTBHUE WX TPEKIECBPEMEHHOCTH, HO W B
pe3ysibTaTe BO3HUKHOBEHHS TOCTIKCTpacucTonmueckux may3. Wmmynscer KD,
OCOOEHHO paHHUX, M3-3a PETPOTpPaJaHON OJOKaabl B OOJNBIIUHCTBE CIIy4acB HE
UMCIOT BO3MOXXHOCTH TPOHMKHYTh B CHHYCOBBIA y3€1 M «Pa3psSIuTh» €ro.
[Toatomy mmst XKD sxcTpacucTon Hanbosiee XapaKTepHbI TaK Ha3bIBAEMBIC TTOJIHBIE
KOMITCHCATOPHBIC IMay3bl, NMPH KOTOPBIX WHTEPBAJ CIEIICHUS SKCTPACHCTONBI B
CyMME C TIOCTIKCTPACHCTOIMYECKOW TMay30d NPUOIM3UTEILHO pPAaBHBI 10
MPOJIOJDKATEIFHOCTH  CYMMapHOW BEJIMYMHE JBYX HOPMAIBHBIX CEPJICUHBIX
mukiaoB  (cM. puc. 21). Topazgo pexe XKD  compoBOXKIAIOTCA  HEMOJHOU

KOMITCHCATOPHOU TMay30i, 00Jiee CBOMCTBEHHON MPEACEPAHBIM IKCTPACHUCTOJIAM.
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HeuacTeiM sBJIeHHMEM, KOTOpOe MOXET HabmogaTbcsi Ha (OHE CHHYCOBOU
Opagukapauu, SIBISIIOTCS BCTaBOYHbIE WM HHTepnoaupoBaHHuble KO, He
MMEIOIIME KOMIIEHCATOPHBIX Iay3.

XapakTep KIMHUYECKOM cumnToMaTtuku KD, a Takke ee 3HAYeHUE A
MPOTHO3a 370POBBSl U KM3HU MAIMEHTOB 3aBUCAT OT (HOPM MPOSIBICHHS CaMOM
HKCTPACUCTOJINU, HO B €le OOJIbIlIel CTENEeHN — OT OCHOBHOI'O 3a00JIeBaHUs, KaK
IPUYHMHBl €€ BO3HUKHOBeHHUA. Penkas oauHouyHas KD y Jul, HE HMMEIOIIMX
MIPU3HAKOB OPraHUYECKOW IMATOJOTHH CO CTOPOHBI CEpPALA, MOXKET NPOTEKATh
0ECCUMITOMHO WJIM MaJOCUMIITOMHO, MPOSIBISSACH JUIIb OLIYIIEHUEM IepedoeB
CO CTOpPOHBI cepaua, MEepPUOJNYECKH OEClOoKOAIMX ManueHToB. Yacras
HKCTPACUCTOJIUSA € EPHOAaMU OUTEMUHUH, OCOOEHHO Yy OOJIBHBIX CO CHUKEHHBIMU
NoKa3aTelsiIMi  cokpartutenbHol  QyHkumu cepaua (MBC, xapaumomumonaruwm,
npyrue GopMbl NOpaKEHUs MUOKapJa), IOMUMO Meped0eB, MOKET MPUBOAUTH K
CHIDKEHUIO  apTepUaIbHOTO  JABJEHMs, TOSBICHUIO 4YyBCTBa  CJIabOCTH,
TOJIOBOKPYKEHHUIO, TIOSIBJIEHUIO U HAPACTAHUIO OJIBIIIKH.

PHCKk BO3HMKHOBEHMS YIPOXKAIOIIMX JKU3HU JKEIYJOYKOBBIX apUTMHIA
(CKenmyIOYKOBOM  TaxWKapAWM, TpeneraHus ¢ (GUOPWILALUUA  KEITyI0YKOB),
KOTOPBIA MMEET CBSI3b C  JKEIYJOYKOBOM  JKCTPACUCTOJIMEH, KaK C
IPOBOLMPYIOMINM (AaKTOPOM, pPEUIaloIMM O00pa3oM 3aBUCHUT MPEXKIE BCEro OT
XapakTepa U CTENEHU TSKECTH OCHOBHOM CEPACYHOM MmaToyiorud. Tak, y maiueHnra
C pyOLIOBBIMHM M3MEHEHHMSIMH MHOKapAa Mocie WH(apKTa, MMEIOIIEro Mo JaHHBIM
XM 3KI" Bcero numb 10 oguHounbix K3 3a 1 yac, puck pa3Butus (aTaabHbIX
JKEITyTOYKOBBIX HApyIIEHUWHM pUTMa cepaua B 4 pasa BbIlIe, YEM Y 3J0POBOTO
yenoBeka. Ecinm y mamueHTta, ¢ TeM K€ JUAarHO30M U TE€M XK€ KOJWYECTBOM
YKEITyTOYKOBBIX JKCTPACUCTOJ], HMEETCS PE3KOe HapyLIEHHWE COKPATUTEIbHOU
GyHKIMM MUOKapAa, B BHJE CHIKCHHS o0O0mel ¢pakiuu BeIOpoca JIEBOTO
xenyaouka 10 ypoBHA 40% W HMKE, TO CTENEHb 3TOTO PUCKAa BO3pPACTAET ellle B 4
paza. Eciu mpu stom XM OKI' BeisiBiIsieT Oosibiiiee oOiee koimuecTBo KO,
HaJMYue MapHbIX, IMOJUTOIHBIX JKCTPACUCTOJN C PpA3IUYHBIMU HHTEpBajIaMu

cueruienus, Bkiatoyas R/T, yrpos3a pa3BuTHSl KENyJAOYKOBOM TaXWUKapIWd WIH
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GbuOpUIIALNY JKETYJOYKOB CTAHOBUTCS elle Oosee 3HauuTenbHO. Bot moyemy,
VWHJVBUAYAJIBHOE ONPEACIICHUE TSHKECTU KIMHUYECKOIO COCTOSIHHS M IPOTHO3a
KU3HU OoyibHBIX C JKD 00s3aTe’nbHO JOJKHO BKIIOYaTh B ce0s, Kak aHaIu3
NPOSIBIICHUM JKEITyT0YKOBOM HSKTONUYECKON AKTUBHOCTH, TaK U OOBEKTHBHYIO

OLCHKY XapaKTcpa OCHOBHOM CCp,ZIE?I'IHOﬁ I1aTOJIOTHH.

2.1.1.4. Obvem obcnedosanusi.

Bo Bcex chywasx HeE0OXOIMMO TOATBEPAUTh MU HCKIIOUUTH HAIHYUE
OPEXOALUINX KOPPUTUPYEMBbIX (DaKTOpOB, 3HAUMMBIX Jii BO3HUKHOBeHUs KO
(mpueM cepAeuYHbIX TNIMKO3UA0B, aHTUAPUTMUYECKUX MPENapaToB, YPOBEHb KaJIHs
Y Mar"usi B CbIBOPOTKE KpOBH). JlJIg OLEHKH KOJMYECTBEHHBIX M KAaUECTBEHHBIX
IPOSIBJICHUH KEITyA0YKOBOM SKTOMMYECKON aKTUBHOCTH, BCeM OosbHBIM ¢ KO
nokazaHo mnposeaeHne 24-dyacoporo XM OKI'. Xponuueckas wuinemMuyeckas
oonesns cepaua (MBC), xak mpenmosiaraeMblii TuarHo3, TpeOyeT MPOBENCHUs
npoObl € JI03UPOBAHHOM (U3WYECKOM Harpy3Kol Ha BEJIOIProMeTpe WU
Tpeamuiie. [IpoBeeHne 3TOro uccieI0BaHus TaKkKe MOKa3aHo MPU HAIMYUU CBSI3U
nosiBieHuss cumnrtomMoB KO ¢ ¢usnueckum HampspkeHueM. Bcem  O0bHBIM
nokazaHo nposeaeHue sxokapauorpadguu (3XO KI') ¢ 1enbio OLEHKH pa3MepoB
noJiocTeld cepaua M UX (QYHKIMM, OIEHKM COCTOSHHUS KJIallaHHOTO anmnapara
Cepllla, OLCHKH TOJIIMHBI MHOKAap/Ad, HUCKIIYEHUS WIH TOATBEPXKICHHUS €ro
TUNEPTPOPUU U CTENEHHU BbIpaXXEHHOCTU. Y OosibHbIX MBC, mocTuHpapKTHBIM
KapJMOCIIEPO30M IO MOKAa3aHUSM IPOBOJUTCS PEHTIE€HO-KOHTPACTHAsI KOPOHAPHAs
anrvorpadust u BepTpukysorpadus. Y OOJIbHBIX C MEPBUYHBIMU 3a00JEBAHUAMHU
MHUOKapJa MOXET MOTpeOOBaThCA MPOBEACHUE TOMOIPAPUUECKUX HCCIECTOBAHUN

cep/ua, a TakKe SHIOMHOKapAHAIbHON OHOTICHS, TIO TOKA3aHUSIM.
2.1.2. ’Kenyoouxoeasa napacucmonu

2.1.2.1. [lamoghuzuonocus

TepMI/IHOM «IIapaCUucCTOJIUA» 0003HAYaAIOT TaKoe COCTOAHHC, IIPpU KOTOPOM

CCPACYHBIM PHUTMOM YIPABJIIAIOT [ABa HE3aBUCHUMBIX BOAWTCIIA. OI[I/IH N3 HUX
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OCHOBHOH (Han0oJiee 4acTO — CUHYCOBBIN y3€1), Ipyroil — NapacuCcTOINYECKUH,
pacIoNOKEHHBIM B JkelyAoukax (kpaitHe penko — B AB-coenunenun).
[Tapacucronmyeckuil oyar 3alUIIeH «OJOKOM BX0/a» OT IPOHUKHOBEHHUS B HETO
AIIEKTPUYECKUX HUMITYJIBCOB, TE€HEPUPYEMBbIX C Oojiee BBICOKOW YacTOTOH B
OCHOBHOM BOJMTENE PUTMA, UYTO SABIIAETCS NEPBBIM O0SA3aTEIbHBIM YCIOBHUEM
IPOSBICHUS  MApAacUCTOIMM. OTa  3alUTa NPEJOTBPAIACT  «Pa3PAIKY»
MapacUCTONMYECKOr0 odara W o0ecmeurMBaeT il HEro  BO3MOXXHOCTh
TeHEpUPOBAHUS UMITYJIbCOB C COOCTBEHHOW MEpUOINYHOCTHIO. Bilok BXxoaa Bcerna
OJIHOHAIIPABJICHHBIA U HE MPEMATCTBYET BBIXOJY AJIEKTPHUUECKUX HMITYJIbCOB W3
NapacUCTOJMYECKOTO (POKyca, UTO SBIAETCS APYTHMM OOS3aTENbHBIM YCIOBUEM
IIPOSIBIICHMSI €T0 JJIEKTPUYECKON akTUBHOCTH Ha OKIT'.

Takum  00pa3oM,  MApacCUCTOJMYECKUA  «IEHCMEHKep»  MOJydaer
BO3MOYKHOCTh HAaBSI3bIBATH CEPALly CBOM NapaJUIeNbHBIA PUTM. B T€ MOMEHTHI,
KOTI'JIa UMITYJIbChI U3 MMAPaCUCTOIMUYECKOr0 o4ara nomnajaarot B ¢a3y 3¢p(HeKTUBHOTO
pedpakTepHOro neproa MUoOKapAa sKeiy104KOB, BbI3BAaHHYIO ACHOJSPU3ALMUEH OT
IPEIIIECTBYIOLIETO CUHYCOBOTO BO30YKIEHUS (WJIM JAPYroro OCHOBHOTO PUTMA),
NapacUCTOJMYECKON aKTHBAlMM JKEIYJOYKOB HE MPOUCXOAMT. ['eHepanus
JIEKTPUYECKUX MMITYJIbCOB B OCHOBHOM M NAapacUCTOJNYECKOM BOJMUTEISAX pUTMA
C Pa3HBIMM YaCTOTaMU NEPUOJUYECKN TPUBOAUT K MOMEHTAM, KOT1a UMITYJIbCBI OT
ATUX JIBYX MENCMENKEepOB MPAKTUYECKHA OJHOBPEMEHHO MHULUUPYIOT AKTHUBALIMIO
pa3HBIX OTAEJIOB MUOKapZa KenynodkoB. Kaxkngas Takas cuTyauus 3aBepIIacTCs
BCTpEYE WM CTOJKHOBEHHEM (MHTEpQeEepeHIreil) IByX BOJIH BO30YXICHUS U B
UTOre MPOSBIIACTCS BO3HHMKHOBCHHMEM CIIMBHBIX KomiuiekcoB (fusion beats) na

OKT'.

2.1.2.2. Jluaenocmuka

DnekTpokapauorpaduaeckas MopdoIoTHs KEITYT0YKOBBIX
MapacUCTONNYECKUX KOMIUICKCOB aHAJOTUYHA >KETYTOYKOBOM HKCTPACHUCTOJIUU.
OpHako MMEIOTCA 3 MUArHOCTUYECKHMX NpPH3HAKA, MPUHIIUIHAIBHO OTIMYAIONIUX

JKCIIYJOYKOBYIO ITapaCUCTOJINIO OT )KGJIy,Z[O‘-IKOBOﬁ 9KCTPACUCTOJINU:
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1. Wpentuynble 1O KOH(MUTYypaUU IKEITYAOUYKOBBIE DKTOMUYECKUE
KOMILJIEKCHl BO3HHMKAIOT Ha pPa3JIMYHOM pACCTOSSHUM OT MPEAIIECTBYIOMIMX
HOPMAJIbHBIX KOMIUICKCOB (puc. 24). TlpuumHOW 3TOro SBISETCS CIy4aliHOE
MOTIaJaHUE MTAPACUCTOINYECKUX UMITYJIHCOB B pa3anyHble (pa3bl OCHOBHOTO pUTMA.
[lomo3peHre Ha MapacUCTONIMIO JOJDKHO BO3HMKAaTh B TeX clydasX, KOTJa
U3MEHEHUs] B HWHTEpBajaX MEXAy OKTONMUYECKUMH U MPEIUIECCTBYIOIIUMU
HOPMAaJIbHBIMU KOMIUIeKcaMH npeBbimatoT 0,06 cek.

2. Ilpm nmapacUCTONUU  BEJIMYUHBI  WHTEPBAJIOB  MEXAYy  JBYMs
MOCJIEIOBATEAbHBIMA ~ JKTONMYECKUMHU  COKPAIICHHUSIMHU  XapaKTEPU3YIOTCS
HaJIM4YMEeM OOLIEro JEIuTeNs, BEJIMYMHA KOTOPOrO paBHA LUKIY CJIEAOBaHUS
ANEKTPUIECKUX HMITYJIbCOB U3 MTAPACUCTOIMIECKOTo ovara (I1apacucTOIMIecKOMY
LMKIIy), 1 KOTOPBIA MOKET OBbITh BBISABIECH IpH juurenbHod 3anucu OKI', kak
MUHHAMAJIBHBI ~ MEXKOIKTOIIMYECKHA uHTepBal. Bwmecre ¢ TeM, d4acrora
IEHEPUPOBAHUS MAPAaCUCTOJMYECKMX HUMIYJbCOB HE OblBaeT aOCOJIIOTHO
MOCTOSIHHOM, TO03TOMY, B OOJIBIIMHCTBE CJIydaeB, HAOMIOJAIOTCS KOJeOaHUs
JUTUTEIIBHOCTH MUHHAMAJIBHOTO MEXIKTOIMMYECKOTO WHTEpBaia
(mapacucronmueckoro mukia), ooeraao B mpeaenax 0,04—0,1 cek.

3. Hamuume cnuBHBIX KomruiekcoB (fusion beats), kak pe3ynabTar
OJIHOBPEMEHHOMN JENOJIIPU3ALHIH KEITYJOUKOB oT OCHOBHOTO "
NapacUCTOIUYECKOTO UMITYJIbCOB. CIIMBHBIE KOMILJIEKCHI HMEIOT POMEKYTOUHYIO

KOH(UTYypalvio MeXay HOPMAJIbHBIMU W HKTOMUYECKMMU Komruiekcamu QRS

(puc. 24).
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Puc. 24. XKenynoukoBas mnapacuctonus. L{uppamu o06o3HAYeHBI BENIWYMHBI HHTEPBAIOB (B
MUJUTHCEKYHAAaX)  Mexay  kommuiekcack QRS cuHYycoBOTO  IpOMCXOXKICHHUS U
napacucronndeckumu koMmiuiekcamu. IICIL — mnapacucronmyeckuil nukia. Hapsapy c IICL]
PETUCTUPYIOTCS MEXDIKTOIMYECKHE  MHTEPBAIbl KpaTHbIE 3 MapacCUTOJIMYECKUM LIHKIJIAM.
Crpenkoif 0003Hau€HO CIMBHOE COKpaleHue (XoarepoBckas MonuTopHas 3anuck JKI).
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BrisiBienue MECPCUNCIICHHBIX ITPHU3HAKOB napacucTOJINU, KaKk yX¢E

yKa3bIBAJIOCh BhIIIE, TpEOYeT MpoBeAcHUs JuuTenbHou 3anucu JKIT .

2.1.2.3. Obvem obcreoosanus

O6cnenoBanre MPOBOAUTCS B TOM K€ 00BbeMe, UTO U 'y 00IbHBIX ¢ XKD.
2.1.3. J/Ieuenue s>ceny0ouKo6oil IKCMPACUCMOTIUU U RAPACUCHOIU

YcTpaHeHHe — KETyIOYKOBOM  DKCTPACUCTOJIMU WM HKEIYJOYKOBOU
MAPACUCTOJIMU PEAKO BBICTYIIAET B KA4YECTBE CAMOCTOSTEIIBHOM KIMHUYECKOU
3amaun. Takas 3a1aya MOKET BO3HHMKATh B Cllydasix 04eHb yactoi JKO, ycTol4nBO
PETUCTPUPYIONICICS HA MPOTKEHUH JITTUTEILHOIO BpeMeHH (MecsiIbl, rojbl). Kak
YKa3bIBaJIOCh BBINIE, MPH KEITYAOUYKOBOW HKCTPACHUCTOIHUM PE3KO HAPYIIAETCA
MOCJIEIOBATEIBHOCTD DJIEKTPUUECKOTO BO30YXKIEHUS JKETYI0YKOB, YTO BJICUET 3a
coOOl  COOTBETCTBYIOLIME HAPYIICHUS HOPMAJIbHOW  MOCIEA0BATEILHOCTU
COKpallE€HUs CepAla. OJITO SBICHHE TNOJYYWIO Ha3BaHWE MEXAHUYECKOU
JMCCUHXPOHUMU. Uem OombIIe MPOIOTIKUTEILHOCTD KEITyJOYKOBOIO
skronudeckoro komriekca QRS wa DOKI', Tem Gosbiie cTeneHb BBIPAXXKCHHOCTH
MEXaHUYECKON TUCCUHXPOHUH, U YeM OOJIbIIIE TaKUX "MMCCUHXPOHUYHBIX" y/IapoB
CepAla, TEM BBIIIE BEPOSITHOCTh Pa3BUTHS, CO BPEMEHEM, BTOPUYHOW HJIATALlAN
ceplilla CO CHWKCHHEM TIOKazaTelied ero HacoCHOW paboThl W pa3BUTHEM
CEPJACYHOM HETOCTaTOYHOCTH. Takas mMociIe10BaTeIbHOCTh PA3BUTHS COOBITUI MO
nerictBueM vacto XKD MoxkeT Hepeako HaOJoAaThCSd B TOM YHUCIE U y JIMI, HE
UMEIOINX W3HAYAJIBHO KIMHUYECKUX TPU3HAKOB OPTraHUYECKOTO 3a00JIeBaHUS
cepaua. s koimuecTBEHHOM oOueHkU KD  TpUMEHSETCS  MOKAa3aTellb,
o0o3HauaeMblil kak «Opems XKDI». OHO onpenensieTcs: MPOLEHTOM KEITYJOUKOBBIX
DKTOMUYECKUX  COKpAIIeHWH OT OOIIero KOJIWYecTBa YIapoB  CEp/la,
3apEruCTPUPOBAHHOTO 3a CyTkHM ¢ nomouplo XM  OKI'. Cuyurtaercs, d4To
BEPOSTHOCTh PA3BUTHUSI BTOPUYHOM [JHWJIATAllMM TOJIOCTEM CepAla JAOBOJBHO
BbICOKa, ecnu Opemsi KD mpeBbimaer 25%, 0COOGHHO B TeX ClydasiX, KOTJa

MNPOAOIZKUTCIBHOCTE JKTOIMMYCCKHUX KOMIIJICKCOB QRS coctaBpisier 150 Mc u
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oonee. Ycrpanenue KO B Takux ciaydasx CIIOCOOHO MpeXyNpeauTh 3TO SBIICHUE.
C 3TOi EnpI0 MOXKET OBITh MCIOJIB30BAHA PAAMOYACTOTHASI KaTeTEpHAas adianus,
a B KayecTBe 3(P(HEKTUBHBIX CPEICTB MEIMKAMEHTO3HOTO MPOTUBOAPUTMHUECKOTO
jedeHus BbICTymaroT npenapatbl | (mpexme Bcero 1C) kmacca m mpemnapatsr I
KJ1acca, 3a HCKIIIOUEHUEM JpoHeaapoHa (cM. Tad. 1).

[locne mnepeneceHHoro wuH(papKTa MHOKapAa 3HAYUTEIBHO BO3pacTaeT
BEPOSTHOCTh APUTMOIEHHOTO JEWCTBUSI TpenapaToB | kiacca, 4To sBisieTCA
OCHOBHOM  MPUYUHOM  CYIIECTBEHHOTO  BO3pacTaHWs  pHUCKAa  BHE3AMHOU
apUTMUYECKOM CMEPTH, MPU MX HCIOJIb30BAaHUU Y JAaHHON KaTeropuu OOJIbHBIX.
[lo oroii mpuyumHe Yy OOJIBHBIX, MEPEKUBIIUX HHPAPKT MHOKapaa ¢
3apeructpupoBanHoii Ha OKI' KD u apyrumu popmamMu cepliedHbIX apuUTMUH,
npenapathl | Kiacca JOJKHBI OBITh MCKIIOUEHBI U3 KIMHUYECKOTO MPUMEHEHUS.
Takue jxe orpaHUYECHUs] PACIPOCTPAHSIIOTCA M Ha MAIMEHTOB C APYTUMH (hopMamMu
CEepPACYHOM MaTOJIOTUH, NPUBOIAIIMMH K [WJATAMM TOJOCTHU W CHUXKEHHUIO
dbpakiuu BeIOpoca jeBoro xenyaodka (mo manHeiM DXO KI'), xk runeprpoduu
MHOKapa Jieporo xemynouka (1,5 cm u 6omee, mo ganaeiM OXO KI'), a Takke K
MPOSIBJICHUSIM XPOHUYECKOW cepAedyHOM HeaocTtarouHocTu. Hambonee omacHo
MpUMEHEHUE y dTUX KaTeropuit 6oapHbIX mpenaparoB |1C kiacca.

B T1ex cmywasx, Korga TpOSIBICHUS IKEITYAOUYKOBOW OSKTONUYECKOU
AKTUBHOCTH CONPSIKEHbI C TOBBIIMICHHBIM PHUCKOM BHE3AMHOW apUTMUYECKON
CMepTH, NpodUIIaKTHKA TIOCIEIHEH SBIISIETCS ropa3jao 0ojiee BaXKHON M CIIOXKHOM
3a/1aueii, 4eM YCTpaHECHHE >KEIYJAOYKOBOM SKCTPACUCTOJIMH, KaK TaKOBOM (CM.

HIUKE).

2.2. KeaynoukoBble TAXUKAPAUU.

2.2.1. llapoxcuzmanvnas MOHOMOpPHAA HHCeTYOOUKOBAA MAXUKAPOU

Oty dhopMy HapyIIeHUs] pUTMa Ccepila Ha3bIBAIOT TAKXKE «IPABUIILHONY WIIN

«KJIaCCUYEeCKoM» kemynoukoBoit Taxukapauein (OKT).
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2.2.1.1. Ilamoghuzuonoeus

B abcomtoTHOM OOJBIIMHCTBE CIy4aeB B OCHOBE MMapOKCH3MaTIbHOMN
MoHoMOpHOM KT neKUT MOBTOPSIOUIUNCS MEXaHU3M MMOBTOPHOTO BXO0J/1a BOJHBI
BO30Yx1eHus (re-entry) u, eciim B KIMHHYECKUX YCIOBHSX YAA€TCs TOATBEPIAHUTH
TOT MEXaHW3M, TO TPABOMOYHBIM CTAHOBHUTCS MNPUMEHEHUE TEpMHUHA
«peuunpokHas». I[lpu Ttakom wmexanusme XT wmoxer OBITH HMHAYLIHPOBaHA
AIEKTPUYECKUMHU CTUMYJIaMH JKEIyJIOYKOB MPU MPOBEIECHUHU BHYTPUCEPIAECHUHOIO
anekTpodusnonornyeckoro ucciuenopanus (OOU). Ee ymaerca, taxkke, u
Ky[IUpOBaTh C IOMOIIBIO 3JIEKTPOKAPAUOCTUMYISALUMU. CIIOHTaHHOE pa3BUTHE

napokcusMa JKT Bcerna naunuupyercs XKO.

2.2.1.2. Ilpuuunvl 603HUKHOBEHUSL

®opMHpOBaHUE YCIOBUHN IS BOSBHUKHOBEHUS MOBTOPSIONIErocss (heHOMeHa
re-entry B MHOKapje >KEIyJO04YKOB, B BHJAEC 30H 3aMEIJICHHOTO IPOBEICHMUS
BO30Y)KJICHHS, Y4YaCTKOB MBIIIIBI CEPJIa, HEOJHOPOJHBIX TIO BEIUYUHE
pedpakTepHbIX IEPUOIOB, OOBIYHO CBSI3aHO CO 3HAYMTEIbHBIMU MMATOJIOTMYECKUMU
M3MEHEHUSMU B MUOKapae. Bor nouemy mapokcusmansHas KT B nomasisromem
OOJBIIMHCTBE CIy4aeB OCIIOKHSET TEUEHUE TKEIbIX 3a00JIEBAHUI Cep/ilia, TAKUX
kak UBC, ocobeHHO mnpu HaTWYMM TOCTHH(APKTHBIX PYOIIOB M XPOHUYECKOM
aHEBPU3MBI JIEBOTO IKEJIYJO04YKa, BOCIMAJIUTENIbHBIC 3a00JIEBaHHUS MHOKap/a,
KapAHNOMHUONATUN  (AWJaTallMOHHAs,  ruUnepTpoduueckas, apuUTMOTEHHAs
JUCIIIa31s MUOKap/ia TPaBoro JKeya04Ka U Ap.), HHPUIbTPATUBHBIC 3a001€BaHUS
muokapna. KT MoxkeT OBITH CIEICTBHEM TJIMKO3WAHON HMHTOKCHKAIIWH,
NPUMEHEHUSI aHTHAPUTMHUUYECKUX TpenaparoB (npexae Bcero | knacca[lA kiacca:
XUHUAWH, TpokanHamuj, aitmanud; |C kimacca: 3TMO3WH, 3TallM3WH, aJUTAMHMH |,
pexxe — Il xnmacca [coranon, amuomapoH]). HapyuieHus snekTpoauTHoro 6ananca
(TUTIOKaTMEeMUs, TUTTIOMAarHUEMUs) TAaK)K€ MOTYT OBITh MPUYMHON BO3HUKHOBEHUS
XKT.

CymiectBenHo pesxe 3ta popma KT MoxkeT ObITh IMarHOCTUPOBAHA U Y JIUIL,

HC MMCIOIIUX ITPU3HAKOB OPraHUYCCKOTO ITOPAKCHUS CCpala.
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2.2.1.3. Jluaenocmuxa. Knunuueckue nposenenus

Dnektpokapanorpadgudeckas auarnoctuka KT cTpouTcs Ha TpHU3HAKaX,
MOATBEPKAAIOIINX €€ MPOUCXOKICHUE M3 MHUOKApPJA JKEIYAOYKOB WM OTHEIIOB
MPOBOJISIIEH CUCTEMBI CEp/lla, PACTIONOKEHHBIX AUCTalbHEee OndypKaIuu mydKa
['uca. «Knaccuueckas» KT mposiBisieTcst paclIMpeHHbIMU, 1ehOpPMUPOBAHHBIMU,
MOHOMOP(HBIMU KEITyT0YKOBBIMU KOMIUIEKCAMU, UMEIOIIMMU MPaBUIBHBIA PUTM
(puc. 25). Kondurypanus ymmpernbix komruiekcoB QRS Bo Bpemst XKT, tak xe
kak u npu KD, cBA3aHa C U3MEHEHHOW IIOCJEN0BATEIBHOCTBIO AaKTUBALUU
KEITYJOUYKOB, 4YTO ONpenenserca Tomnorpapuedl pacrojoKEeHUsIM HCTOYHHKA
taxukapaud. [lo npuzHakam, aHamorudHeIM ¢ XKD (CM. BbIIIE), TAXUKAPUS MOKET
OBITh OIpeIeIeHa, KaK JIEBOXKEITYI0UKOBAsl WU MPABOKETYTOUKOBas.

Onektpokapavorpadpuueckas  kaptuHa KT — Tpebyer  mpoBeneHHs
mudepeHInanbHOT0  JIUarHo3a C  CYNPaBEHTPUKYJISAPHBIMU — TaxXUKApIUSMU,
IPOSIBILIIOIMMUCS yIIMPEeHHbIMU KoMiuiekcamu QRS. B ux psny npencepanas,
AB-y310Bas, opTOoapOMHAas TaxXWUKapJIuu, MpOTeKarolue ¢ OJIOKaTol OIHON U3
HOXKEK myuka ['mca, a Takke C aHTUJIPOMHAs TaxXWUKapJus W MpaBHiibHas (popma
TpeneTaHusi npeacepauil y 0oibHbIX ¢ cuHApoMoM Bonbha—Ilapkuncona—Yaiira,
MPOTEKAIONIME ¢ aHOMAJILHON aKTHBAIlMEH JKeNyI04YKoB uepe3 mydok Kenra (cm.
riaBy «HampkenynoukoBble HapylleHHs puTMa cepaua»). IIpu s3Tom pemaromnee
3HaueHue ans auarHocthku KT umeeT moATBEp)KIEHUE HE3aBUCHMOCTH pUTMaA
JKEIYJOYKOB OT DJJEKTPUYECKOM AaKTUBHOCTH Impeacepauid. JloCcTOBEpHBIM
CBUJIETEJIbCTBOM TOMY  CIIYXKWUT TMPEACEPAHO-KEIYAOUKOBas JIUCCOLMALMA,
kotopas Ha OKI' MoxeT mnposBisThCa 3yOnamu P, OOBIYHO CHHYCOBOTO
IPOUCXOXKJEHNSA,  TOJHOCTBIO  JHCCOUMUPYIOIIMMH  C  JKEIyJIOYKOBBIMHU
KOMIUIEKCAaMM W BO3HUKAIOIIMMU C CYIIECTBEHHO O0Jjiee HHU3KOH YacTOTOM.
BeisiBienne Ha OKI' CHHYCOBBIX «3aXBaTOB» (HOPMaIbHBIX «Y3KHX» KOMIUIEKCOB
QRS), a taxxke cimuBHBIX cokpamieHuii win «fusion beatsy (puc. 25) [Mexanusm

dbopMHpoBaHUsS ~ TOCIEIHUX  MOAPOOHO  ONHMCAH  BbIlEe, B  pazjele
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[TAPACUCTOIJIUSA] — napyroe JOCTOBEPHOE MOATBEPKACHUE MPEACEPAHO-

YKEITyTOYKOBOU TUCCOLMALNY.

Puc. 25. CnonTanHoe pa3BHTHE MapOKCH3Ma MOHOMOPGHOW JKEITYyJ0YKOBOH TaXWKapIuu
(Xonteposckast MonuTopHas 3anuch JKI'). Ctpenkoit 0003HaYEHO CIMBHOE COKPALLCHHE.

deHOMEH  MpeACepIHO-KETYyI0YKOBOM  JHCCOIMAIlMK, Kak Hauboiee
noctoBepHbIil npusHak KT, HaOmomaercs Ha OKI' He Oonee yemM B MOJIOBUHE
ciy4aeB. Y  3HAQUUTENBHOM YacTh OOJBHBIX  MPEICEePAHO-KETYT0UKOBAs
JTIUCCOIIMAITNST HE BBISABIISIETCS DJIEKTPOKApAUOrpapUUYECKU, TPU ITOM, YEM BBIIIIE
4acToTa pUTMa TaxuakapAauu, TeM TpyaHee uaeHTuduuuponats Ha DKI' 3yous! P,
«CKPBIBAIOIIMECS» B KEIYJOUYKOBBIX KOMILJIEKCAX, TEM MEHbIIE BEPOSTHOCTH
BO3HUKHOBEHHUS CUHYCOBBIX «3aXBaTOB» U CIMBHBIX KOMIUIEKCOB. B aTuX ciyuasx,
st moaTBepxkaeHust auarto3a KT TpeOyercs mpoBefeHHE BHYTPUCEPICUHOTO
anekTpoduznonornueckoro ucciaenoBanus (OOU) ¢ 3anuchio IHAOKAPIUATHEHBIX
MOTCHIIMAJIOB MpeAcepauii U kenymaodkoB (puc. 26). YV uwactu OonmbHbIX KT
MPOTEKAeT C PETPOTrpagHON aKTUBALIMEH TIpeAcepIuid H, TaKUM 00pa3oM,
JIMCCOLAALINS OTCYTCTBYET. B TaHHOM cUTyaluu, [ yCTAaHOBJIEHUS MPaBUIBLHOTO
JIMarHo3a, Takxe HeooxoaumMo nposeaeHue DU,

Monomopdnas XXT nporekaeT B BHIe MAPOKCU3MOB C YACTOTOM CEePACYHBIX
cokpamienuid ot 100 (wame ot 150) go 250 ymapoB B muHyTy. Ilo cBOMM
KIIMHUYECKUM TIPOSIBJICHUSIM, 3TO OJHAa W3 Haubosee TsoKeNIbiX GopM HapyIIeHUN
puTMa cepna. Beicokas yactoTa puTMa BO BpeMs mapokcu3mMa, 0CoOOeHHO Ha (poHe
TSDKEJIOT0 OPraHWYECKOro TMOPaKEHHMS MBIIIIBI Cepla, HEPEeaKo MNPUBOAUT K
CTPEMUTEILHOMY Pa3BUTHUIO OCTPOM JIEBOXKEITYJOUKOBOM HEIOCTAaTOYHOCTH,

KOJUIATCy, apUTMUYECKOMY IIOKY, OOMOPOKY, KJIMHUYECKOW KapTUHE OCTAHOBKHU
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KpoBOOOparienus, 4to uHorga onpenenserca tepmuaom «KT 6e3 mymbca». KT
XapaKTepU3yeTcss BBICOKMM  PUCKOM  TpaHchopManmud B  (QUOPUILIALUIO
xenynoukoB (DXK), sBISIONIYIOCS HEMOCPEICTBEHHBIM MEXAaHHW3MOM BHE3AITHOU
cepaeunoir cmeptu (BCC). DTuMm ompenensercss ee KpailHe HEOJIaronpusiTHOE

3HAYCHUC OJIA ITPOTHO34a KU3HMU.
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Puc. 26. HUnoyxyus ¢ nomowpro 31eKMpoCmumMyIsiyu npagoeo Jicelyo0ouka NapoKCUMa
MOHOMOP@HOU dHcey0ouKo8oU maxuxkapouu 60 epems IDU.

I, I, V1- xananer 3anucu OKI'; OI'BIII, OITII, OT'KC, OI'BIDK — BHyTpucepaedHbIC
AJNIEKTPOTpaMMBbl BEPXHEro OTHEeNa MPaBOro MpeAcepaus, Mmydka ['mca, KOpOHapHOTO CHHYca,
BEPXYIIKH MPABOTO KEIyA0UKa, COOTBETCTBEHHO; CT — apTedaKkThl JEKTPUUECKUX CTUMYJIOB;
A — norennumansl npeacepauit Ha SI'BIIIT nu OI'KC. YacTora puTMma Xelya04KOB BO BpeMs
napokcusma = 220 B MHH.; 4aCTOTa CHHYCOBOT0 puTMa npencepauit (morenuuans A Ha D' BIIIT
u OI'KC) = 65-80 B MHH. [IpeacepIHO-KENyI0UKOBAs TUCCOIMAIINS].

C KJIMHHYECKON U HpOFHOCTH‘-I@CKOfI TOYCK 3PCHUC OIIPABAAHO BBIACICHUC

MOHATUN «yCTOMUMBOW» U «HeycrorunBoi» JKT. VYcroilumBoil cuutaercs
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TaXWKapAWs, TMPHU KOTOPOW JUIMTENBHOCTh IMapOKCH3Ma paBHA HIIM IPEBBINIACT
30 cek., a HeycToiuuBoit — meHee 30 cek. [lapokcusmbl HeycToituuBoit KT, npu
KOTOPBIX YCIIEBAIOT Pa3BUBATHCS OCTPBIC TSHKENBIC HAPYIICHUSI TEMOTUHAMUKH, T10
CBOCH TSHKECTHM W 3HAYCHHUIO JUISI TIPOTHO3a JKWU3HU JOJDKHBI MPUPABHUBATHCS K

ycronunBoi XKT.

2.2.1.4. Obvem obcreoosanus

Bo Bcex caydasx HEOOXOAMMO MOATBEPAWTh WM HUCKIIOYUTH HaW4YUE
MPEXOIANINX KOPPUTUPYEMBIX (PAKTOPOB, 3HAUYUMBIX JJisi BO3HUKHOBeHUs KT
(IpueM CepAeUHBbIX TIUKO3UI0B, aHTUAPUTMUUECKUX MPENapaToB, YPOBEHb KaJHs
U MarHus B ChIBOpOTKE KpoBH). Kak u npu oOcnenoBanuu 00apHBIX ¢ KO, mis
OLICHKH KOJUYECTBEHHBIX M KAUYECTBEHHBIX MPOSIBICHUNA KEIIyJOYKOBOI
AKTOMHUYECKON aKTUBHOCTH, BceM OosibHBIM ¢ JKT mokazano mpoBeneHue 24-
gacoBoro XM OKI'. B Tex ciyyasx, Korga CIOHTaHHbIE MTAPOKCU3MbI HE YAAETCS
3apeructpupoBath ¢ noMompio crangaptHot OKI' mmm XM OKI, a xapakrtep
NPUCTYIIOB cepAleOrnenns no3sosisier npeanonararh KT, mokasaHo mpoBeAeHHUE
BHyTpHcepaedyHoro DDU ¢ 1enpio IUarHOCTUYECKOW WHIYKIMUA 3TOW (OpPMBI
HapymeHus: putMa cepana (cMm. puc. 26). XpoHuueckas uIieMudeckas OOJIe3Hb
cepaua (MBC), xak mpeamnonaraeMbiii TUarHo3, TpeOyeT MpoBeneHUs MPOObI C
JO3UPOBaHHONW (HU3MYECKON HArpy3KOHM Ha BEJIOAIProOMETpe WM TPEAMUIIE.
[IpoBeneHre HTOTO MCCIAEAOBAaHUSA TaKXKe I[IOKa3aHO TMPU HAJIWYUU  CBSI3U
nosieneHus: cumntoMoB KT ¢ ¢usnueckum HampsiokeHueM. Bcem  00JbHBIM
nokasano nposeneHue IXO KI' ¢ 1enpio OLeHKH pa3MePOB MOJOCTEN CEPALIA U UX
(GYHKIIUHU, OLIEHKH COCTOSIHMS KJIAllaHHOTO ammapaTa Cep/ila, OLUEHKU TOJIIUHBI
MUOKap/a, WCKIIOYEHUS WM TOATBEPKACHHUS €ro THUNepTpoPUu U CTEIEHU
BbhIpaxkeHHOCTU. Y OonbHbiX WMBC, nocTuHGApKTHBIM KapAUOCIEPO30M 10
MOKa3aHUsIM TIPOBOAMUTCS PEHTICHO-KOHTpPACTHAsi KOpOHapHasi aHruorpadus u
BepTpUKyIorpadus. Y OOJbHBIX C IEPBUYHBIMU 3200JIEBAaHUSIMH MUOKAP/1a MOKET
noTpedoBaThCs MPOBEAECHUE TOMOTpadUUEeCKUX HCCIEOBAaHUN cepjla, a Takke

SHI[OMHOKapI[HaJIBHOﬁ 6I/IOHCI/I$I, 10 ITOKAa3aHUAM.
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2.2.2. DacuyuKkynapHuas 1e60x4ceny0ouKkoeas maxukapous

dacuukyaspHas JEBOXKETYJOUKOBas TaxHKapIus SBISETCS OCOOOH, He

4acTo BCTpeyvaromieics: hopmoit mapokcusmManbHoi MoHOMOpdHOM JXKT.

2.2.2.1. Illamoghusuonozus.

B ocHoBe »toit popmbl KT nexutr Mexanusm re-entry ¢ ydyactueMm B LIETIH
LIUPKYJISIIUU BOJHBI BO30Y)KJIEHHUS 3aJHE-HUKHETO Pa3BETBICHUS JIEBOW HOMXKKHU
nyudka ['uca.

2.2.2.2. Pacnpocmpanennocmo. lIpuuutsl 603HUKHOBEHUSL.

CDaCI_[I/IKy.TIHpHaH JICBOXKCIIYAOYKOBAsA TaXUKapaAWUA OOBIYHO BBISBIISIETCS y
MOJIOABIX JIML, HC HMCIOIIUX IIPU3HAKOB OPraHU4YCCKOIO 3a00JIeBaHUS cepana,

CYILIECTBEHHO PEXKE — Y MOKHIIBIX AIlUEHTOB.
2.2.2.3. Jluaenocmuxa. Knunuuecxue nposenenus.

Tonorpadus peanuzanuu MexaHuzma re-entry B o0iacTu 3aJHE-HIXKHETO
pa3BETBJIICHHUS JIEBOW HOXKM Tydka luca QopmupyeT XapakTepHYIO
ANEKTPOKApAMOTrpaUUecKyt0  KapTUHY (acUUKYJSIpHAs  JIEBOXKEIYJOUYKOBAs
taxukapausa. Kommiekcel QRS Bo Bpemsi Mmapokcu3Ma MMEIT KOH(UTypaluio,
XapaKTEePHYIO IS OJIOKaabl TpaBOM HOXKK Iydka [uca ¢ OTKJIOHEHHWEM
SIIEKTPUUYCCKONW OCH cep/iia BieBO (puc. 27). YdacThe MPOKCUMAIBHBIX CTPYKTYD
cuctembl ['nca-Ilypkunbe B (HopMUpOBaHMM MEXaHM3Ma TaXUKAPJIUU SBISECTCS
NPUYMHON APYruX ee ocoOeHHOCTel: 1) MpoaomKUTeNnbHOCTh KoMIuiekcoB QRS
peaxo mpesbimaer 120 mc; 2) mapokCU3Mbl MOTYT MHUIIMUPOBATHCS HE TOJBKO
KEITYJOYKOBBIMH, HO U TIPEACEPHBIMH OKCTPACUCTOJIAMH [MpeICepaAHBIMU
sKcTpacTumysamMu Bo Bpems O®U]; 3) Bepamamun BbICOKO 3(P(EKTUBEH B
KyITUPOBAHUU ATOM TaxXUKAPIUHU [0 ITUM MPUYMHAM €€ 0003HAYAIOT TAK)KE Kak
«BEPAMAMII-9yBCTBUTEIBHYIO JKCIIYJOUYKOBYIO TaXWKapJIWUIO», a BHYTPHUBEHHOE
MpUMEHEHUE BepanamMuia CIIy>KUT HE TOJIBKO CTIOCOOOM YCTPaHEHHS TapOKCU3MOB,
HO ¥ CBOCOOpa3HBIM JMAarHOCTHYECKUM JIEKAPCTBEHHBIM TECTOM, HAJICKHO

MOJATBEPXKIAIONIMM HMEHHO TaKOM MEXaHW3M Taxukapauu|, 4) Haau4due
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OTYETIIMBOTO aHATOMHUYECKOro CyOcTpara B BUE 3aJHEE-HU)KHEH BETBU JIEBOU
HOXKKM Ty4yka [HMca, kak ydJacTHHMKa IlemH [re-entry, obOecrednmBaeT BBICOKYIO
3¢ (EKTUBHOCTh NMPUMEHEHUS PAJMOYACTOTHON KaTeTepHOM alnanuu Ipu 3TOU
dopme Taxukapauu. [lockonbky QacuukynsipHas JIE€BOKETYIOUYKOBAs TaXUKapIUs
Yale BBIABISAETCS y JIMI, HE UMEIOIIMX MPU3HAKOB OPTaHUYECKOro 3a00JIeBaHUs
ceplla, OHa NPUHIUIHAIBHO OTIMYaeTcs JApyrux napokcusManbHbix KT
CYILIECTBEHHO MEHEE BBIPAKEHHOU TSHKECTHIO KIIMHUYECKUX MPOSBICHUM BO BPEMS
pucTyna, OTCYTCTBUEM pucka TpaHcopmaruu B OX U, COOTBETCTBEHHO, MaJIO
3HauYMMa i1 MPOTHO3a >KU3HU. JIMIIb B T€X peIKHuX ciydasx, Korzaa 3ta (gopma
JKT pa3BuBaercs y MOKWIBIX MAIMEHTOB CO 3HAYMMOW KapIUAIbHOW NATOJIOTUEH,
€€ KJIMHUYECKUE IPOSABICHUS U 3HAYMMOCTb JUIA IPOrHO3a XU3HU CTAHOBATCS

COIMOCTaBUMBI ¢ Kilaccuyeckoi MoHoMopdHoit JKT.
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Puc. 27. @acyukynspuas nesodicenyooukosas maxuxapous. Cmpenkoi 0003Ha4eH CUHYCOBbLIL
«3axeamp.

2.2.2.4. Obvem obcredosaHus.

Kak m y OompHBIX C Kkimaccuueckoir mMoHomopdHuoit KT, ans oneHku
KOJINYECTBEHHBIX M KAYECTBEHHBIX MPOSBICHUN XKEIYAOYKOBOW 3KTOMUYECKOU
aKTUBHOCTH, BCEM OOJBHBIM C (PaCIUKYJIIPHOU JIEBOXKEITYTOUKOBOM TaxuKapauen

nokasaHo nposenenue 24-uacoporo XM OKI'. B Tex ciayuasix, koraa CiOHTaHHbIE
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MapOKCHU3MbI HE YJAETCs 3aperucTpUpOBaATH C MOMOLIbI0 cTanaapTHod DKI' unum
XM OKI, mnoka3zaHo mpoBefeHUe BHyTpucepjaeuHoro ODU ¢ 1mensio
JUArHOCTMYECKONM HWHAYKLIMH 3ToW (opMmbl HapyuieHMil putMma cepiaua. Bceem
00nbpHBIM OKa3aHo npoBeneHne DXO KI' ¢ menpro OLEHKH pa3MepOB MOJIOCTER
cepaua U UX (PyHKIHHU, OLEHKU COCTOSHMSI KJIAalIaHHOIO arrapara cep/a, OLeHKH
TOJILIMHBl MHUOKap/a, HUCKIIOUEHUS WU IMOATBEPXKIEHUs ero rumeprpopuu. B
MOJIABIISIONIEM OOJIBIIMHCTBE CIIy4aeB OOCIEAOBaHHWE B STOM OOBEME SBIIACTCS
JNOCTAaTOYHBIM. JIMIIb IpM HAIMYUM KIMHUYECKUX IPU3HAKOB AapTEpHAIBbHOU
runepronuu, xpoundeckoi UbC, nepBuyHbIX 3a0071€BaHNN MUOKApa WU APYTHX
bopM  CepaeYHO-COCYAMCTOM  MATOJOTHHM  IPOBOJAUTCS  JIONOJHUTEIBHOE

o0clieToBaHKE, B COOTBETCTBHUH C CYIIECTBYIOITUMU PEKOMEHIAITUSMH.
2.2.3. Henpepovigno peuuousupyrowian »#ceayo0ouKkoeas maxukapous

JlaHHYIO bopmy TaxyuKapanu Ha3bIBAIOT TaKke
HEITAPOKCU3MAJIBHOM, B KIMHMYECKOH TIPaKTHKE OHA BCTPEYAETCS

CYILIECTBEHHO peXke, UeM napokcuzmaibHas MoHoMopdHas KT.

2.2.3.1. [lamoghuzuonozcus.

Pa3Butue 3T0M QOpMBI TaXMKapAWHM CBS3aHO C HAPYIIEHUSMHU IPOIIECCOB
0o0pa30BaHMsI AJIEKTPUUECKUX HUMITYJIbCOB, JUOO B BUIE TPUITEPHOW aKTHUBHOCTH,
UHUIMUPYEMON MO3AHUMHU MOCTAETIONAPU3ALUAMU, JTUOO B BUJIE MaTOJIOTUYECKOTO

aBroMmatu3Ma. [loka Het OIHO3HAYHOI'0O CYXXACHUSA Ha 3TOT CUCT.

2.2.3.2. Pacnpocmpanennocmo. Ilpuuursl 603HUKHOBEHUS

HemnapokcusmanbHasi  HENPEpbIBHO  PELUAMBUPYIONIAS — KEITYIJOUYKOBAs
taxukapauss (HIDKT), wu3-3a OTCYyTCTBHMS CUMOTOMOB WM HUX cJabou
BBIPDA)KEHHOCTH, JOBOJIBHO YaCTO BBIABIIETCS CIy4allHO IPU AyCKYJIbTal[uu
cepaua BO BpeMsi BpaueOHOro ocMotpa, wiu npu 3anvcu OKI'. XapaktepHo ee
BO3HMKHOBEHHUE Yy JI€TEW, JIMI[ MOJOJOI0 BO3pacTa, HE HUMEIOIIMX NPHU3HAKOB

OpraHu4yecKkoro mnopaxeHus cepauna. OHa MoOKeT OBITh JAMATHOCTUPOBAHA U Y
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JIOAEH cTapiiero Bo3pacTa, HO B J3THUX CIy4asX, M3-3a OECCUMITOMHOCTU WU
MaJOCUMITOMHOCTH, BCSKMH pa3 ObIBaeT KpalHE TPYAHO YCTaHOBUTH BpeMs

IMOABJICHUS TaXUKaApANUU.

2.2.3.3. Jluaenocmuxa. Knunuueckue nposeienus

Baxnoit ocodennoctbro HIDKT siBiisieTcss TO, 4TO MCTOYHUK TaXUKapIWH,
KaK MpaBUJIO, HAXOJIWUTCS B BBIHOCAILEM TpPaKTE€ IPABOrO JKEIyJO4YKa, B 30HE,
pPacnoJIOKEHHOW HENMOCPEICTBEHHO MOJ KianmaHOM JeroyHo aprepuu. Otrcrona
apyroe ee HazBanue — JKEJIYJJOUKOBASA TAXUKAPAUA U3
BBIHOCAIIEI'O TPAKTA ITPABOI'O XEJIY JOUKA.

Takas Tomorpadusi HMCTOYHMKA AapUTMHUU (HOPMUPYET XapaKTEPHYIO
Mopdonoruto komruiekcoB QRS. Ha OKI™ HIDKT u3 BeIHOCSIIETO TpakTa IIpaBoro
KETylIouKa  TMPOSBISIETCS  OJUHAKOBBIMU  YIIMPEHHBIMU  KETYJIOYKOBBIMU
KOMILJIEKCAMH, KOTOpPbIC B JIEBBIX TPYAHBIX OTBEACHUAX (puc. 28) mpeacTaBiCHBI
BBICOKOAMIUIMTYHBIMH  TIPEOOJIAIAIONIMMH  TIOJIOKUTEIbHBIMU ~ OTKJIOHECHUSIMU
(3ybrlamu R), a B mpaBbIX TPYyAHBIX — MNPeOoOSTaAAIONIMMUA OTPHUIATEILHBIMU
OTKJIOHEHUAMH. YacToTa puTMa BO BpeMsl TaXWUKapAud OOBIYHO HAXOJUTCS B
npenenax ot 100 no 150 B 1 MmuH. HenpepreiBHOE pelIuAMBUPOBAHKE NPOSBISIETCS
YaCThIMU, HO KOPOTKHUMH IMEPHOJAMH («3almaMm») KeTyIOYKOBOM TaXUKapIuu,
cocrosimuMu 13 3—10, pexe OOIBIIET0 KOJIUYECTBA KEITYA0UYKOBBIX KOMIUIEKCOB,
OTICJICHHBIMM JPYr OT Jpyra OJHHUM WJIM HECKOJbKHUMH CHUHYCOBBIMHU
cokpameHussMu. MHorma BO3HHUKAIOT 0o0jiee  MPOJODKUTEIBHBIE — MEPHOIBI
CHHYCOBOT'O pUTMa, Ha (JOHE KOTOPOTO0 MOTYT PErUCTPUPOBATLCS OJMHOYHbBIC WU
napuseie XKD, umeromue Ty ke MOp(oJIOTHIO, YTO U KOMILIEKChI TAXUKAPAUH.

Eme ognoit oco6ennocteio HIDKT saBmsiercst To, uto Mopdoiorust mepBoro
HKTOMUYECKOTO KOMIUIEKCA BCETJa UJICHTHYHA MOP(OJIOTHU BCEX MOCIIECIYIONINX.
[Ipu >TOM WHTEpBaJI CUEIJICHUS TMEPBOrO AKTOMMYECKOTO COKpAaIleHUs BCerja
OompInie ciemyromiero 3a HuM uHTepBaiga RR (nmepBoro mukina) taxukapauu. Emne

OJIHOM TMOCTOSIHHOM OCOOEHHOCTBIO 3TOM (OpMblI HapyLIEHUSI pUTMa cepAla
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ABJIACTCA IMPOTPCCCUBHOC YAJIMHCHUC NHTCPBAJIOB MCIKAY KOMINJICKCAMHA OT Havdajia

K 3aBEPIICHHIO 3ITH30/I0B TaXUKapauu (cM. puc. 28).

440 520 560 20
640 520 540 500 640
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Puc. 28. Henpepuvisno peyuousupyrowas maxuxkapous u3 GblHOCAWe20 mpaKkma npasoco
acenyoouka  (Hempepvignas — 3anucv).  Lugppamu  0bo3HaueHbI  UHMEPBANLL  MEAHCOY
HCENYOOUKOBLIMU KOMNIIEKCaMu 8 Muliucekynoax. Cmpenkou 0003Ha4eHo ClueHoe COKpaujeHue.

HIDKT He ymaercss KynupoBaTh C MOMOUIBIO 3JEKTPOKAPIAUOCTUMYIISLINH,
YyTO OOYCJIOBJIEHO YKa3aHHBIMH BBIIIE MEXAHU3MAaMH €€ BO3HUKHOBEHUS,
OTJINYHBIMA OT re-entry. Bmecre ¢ TeMm, C¢ IOMOIIBIO JJIEKTPOCTUMYJISLUU
MPEACEPANM WM KEIYJOYKOB C YacCTOTOM, NMPEBBIIAIOMICH PUTM TaxXWKapAuH,
MOXHO JOOUTBCSI YCTpaHEHUs MPOSIBICHUI >KEeIyAOYKOBOM SKTOMUYECKON
aKTUBHOCTH, KOTOpPbIE MPH 3TOW (opMe TaxXuKapAUd BO30OHOBISIOTCS BHOBB,
TOTYAC TOCJIE OTKIIOUYEHUS CTUMyJsuud. [IpocnexuBaercss  OTYETIMBAsA
3aucumMocth HIDKT ¥ OT 4acToThl OCHOBHOI'O CIIOHTAHHOTO PUTMa CEpALA.
Haubonee HarisigHO OHA MPOSBISETCS MPHU BBINOJIHEHWU TecTa ¢ (DU3HUECKOMN
Harpy3kou. IIoBBIIEHHE YAaCTOTHI CMHYCOBOTO PUTMa B OTBET HAa BO3pacTaHUE
Harpy3k NOPUBOAUT K IIOCTEIIEHHOMY YMEHBUIEHHUIO MPOAOJDKUTEIBHOCTH
«3aJIMOB» TAXUKAPJAWUU U YIUIMHEHUIO 3MU30J0B CHHYCOBOIO pUTMa MEXIY HUMH,
BIUIOTh IO TIOJIHOTO MCYE3HOBEHUs JKEIyAOYKOBOM Taxukapauu. Ilocie
IIPEKPAILEHUs] HArpy3Kd, [0 Mepe IOHWKEHHsS 4YacTOThl CHHYCOBOTO PHUTMA,
IMPOUCXOJUT TIOCTETICHHOE BO300HOBJICHUE  JKETYJIOYKOBOM  SKTOMUYECKON
AKTMBHOCTM 10 MCXOJHBIX NPOSIBJICHUN HENPEPHIBHOIO PELMAVBUPOBAHUS

}KCHYHOHKOBOﬁ TaxXHUKapIaAnuH.
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B camoM Ha3BaHMM TaxuKapAuu 3aJ0KEH XapakTep €€ KIMHUYECKOTO
TEUECHUSI — HENPEPHIBHOE PEHUINBUPOBAHNE, KOTOPOE MOXKET MPOCIICKUBATHCSA HA
MPOTSHKEHUU HE TOJBKO MecsueB, HO U JeT. HIDKT xapakrepusyercst oTcyTcTBUEM
KIIMHUYECKOW CUMIITOMATUKH, JIMOO €€ Majol BbIPaXKEHHOCTHIO. JIUIIIb OT/IeNIbHbBIC
MAIMEHTHI JKAJIYIOTCS Ha OIIyIIeHHe TepedoeB B 00JacTU cepilla UM YyBCTBO
cepauebuenus. [lo »3Toil mpuumHe, B OOJIBIIMHCTBE CIIy4aeB OBIBaeT KpaiiHe
CJI0>KHO YCTaHOBHUTH BPEMsI MOSIBIICHUS TaXUKapauu. B oTiiMune OT Ki1acCHu4ecKOou
napokcuaMaiibHol penunpokHo mMoHomopdHoi XT, HIDKT nHe compsikena c
puckoMm TpaHchopMalu B (QUOPWLIALMIO SKEIYJOYKOB, IO KpailHel wepe,
COOOIIIEHUsSI HAa ATOT CUET B HACTOsAIIEE BpeMsl OTCYTCTBYIOT. Bmecte c Tewm,
JUIMTENIbHOE, HMHOTJa MHOTOJIETHEE TeYeHHue HTol  (POpMBI  apUTMHUH,
neperpyxatroriee padboTty cepiia U30bITOYHON YaCTOTOW SKTOMUYECKHUX, a 3HAYUT
«TUCCUHXPOHUYHBIX) yIAapoB (cm. pasznen KEJIYJOUKOBAA
OKCTPACUCTOJIMA U TTAPACUCTOJIMSA), MoxkeT NPUBOAUTH K PA3BUTHUIO
BTOPUYHOW THJISTALUM TOJIOCTEN CEpALAa U MOSIBJICHUIO CUMIITOMOB XPOHUYECKOU
CEpJIEYHON HEIOCTATOYHOCTH — COCTOSIHUIO, KOTOPOE MHOTJA 0003HAYaIOT Kak
«TaXUKapAUOMHUOIIATHUION.

N3BecTteH W Jpyroil BapUaHT KJIMHUYECKOTO TEUYEHUS TaxXUKapIuu H3
BBIHOCSAILIETO TPAaKTa MPABOTO KEIyI0YKa, KOTOPBIA MPOSBISIETCS YCTONYMBBIMU
napokcuaMamMu ¢ Tou ke Mopdosiorueid komiiekcoB QRS, HO B oTiauyue oT
HIDKT, nmpucTyribl, HAampOTUB, TPOBOLUPYIOTCS (HPU3UIECKUMHU HATPy3KaMHu.

B npoTuBoImo10XHOCTh NOAaBIsoneMy 00abuHCTBY KT, Taxukapauu u3
BBIHOCSAILIETO TpaKTa IPaBOro KelyJ0o4ka MOTYT ObITh KymupoBanbl AT®D wu
BEparamMuioM, 0 ATUM NPUYUHAM HUX HA3bIBAIOT «aJ€HO3MH-UYBCTBUTEIbHBIMI)
U «BEpanmaMUI-4yBCTBUTEIbHBIMUY. (OTueTiMBas aHaTOMHUYEcKas Tororpadus
apUTMOTEHHOM 30HBI O3TUX TaxUKApAWd B TMOJKIAMAHHOM HPOCTPAHCTBE
BBIHOCSIIIETO  TpakTa  TMPaBOTO  IKEIyJ0uKa, OOECIEUYMBAET  BBICOKYIO
3G ()EKTUBHOCTh MPUMEHEHUs PaJUOYACTOTHOM KaTeTEepHOW aldjanmuu y TaKHhX

ManrucHTOB.
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I'opa3no pexe aHaJIOrM4YHBIE TaXWKApAWU MOTYT BO3HUKATh B BBIHOCAILEM
TpakTe JIEBOTO Keayaouka. B cooTrBercTBUM ¢ Takod Tomorpadueii, B
IIPOTHUBOIIOJIOKHOCTh TAXUKAPJIUAM M3 BBIHOCAILEIO TPAKTa IPABOTO JKEIyI0YKa
koMIuiekcbl QRS mposiBnsitor  ce0s  MaKCMMaJdbHBIMU  TOJIOKUTEIBHBIMU

OTKJIOHEHUSMHM (3yO1iamMu R) B IpaBbIX TPyAHBIX OTBEJICHUSX.

2.2.3.4. Obvem obcreoosanus

Kax u y 60ompHBIX ¢ npyrumu Gpopmamu KT, 1151 OIIEHKH KOJTMYECTBEHHBIX U
KAQUECTBEHHBIX MPOSIBJICHUN KETYyIOYKOBOM 3KTONMUYECKOW AaKTUBHOCTH, BCEM
ooneHbiM ¢ HIDKT nokazano nposenenue 24-yacooro XM OKI'. IIpoOGwl ¢
JIO3UPOBAHHON (PU3UUECKON HArpy3KOM Ha BEJIOAPrOMETPE WM TPEAMUIIE MOTYT
JIaTh TOJIE3HYIO0 MAarHOCTHMYECKH 3HAYMMYI0O MH(GOPMAIMIO O BIUSHUMU YaCTOTHI
CUHYCOBOI'O PUTMa Ha MPOSBICHUS KEIyAOYKOBOM HKTOMUYECKON AKTUBHOCTH.
Buytpucepneunoe DU ne tpebyercs 1yisi MOCTAHOBKU JMArHO3a U BBHITTOIHIETCS
JIUIIH KaK HaYaJIbHBIN dTall pajoyacTOTHOM KaTeTepHOM abialuu, B TEX CIIydasx,
KOI'/Ia MPUHUMAETCA PEIIeHHE O MPUMEHEHUHU 3TOr0 METOAA JIeYEHUs (CM. HIKE).
Bcem OGonbabiM mokazano mpoenenne DXO KI' ¢ 1menbio OLEHKH pa3MepoB
MOJIOCTEN cepAla W uX (QYHKIUHU, OLIEHKM COCTOSIHMS KJIAIIAHHOTO ammnapara
cepila, OLICHKH TOJIIMHBI MHUOKap/a, HUCKIIOUEHHS WM TOATBEPKACHUS €ro
runeptpoduu. B mopamisioneM OOJBIIMHCTBE CIydaeB OOCIIEIOBAHHUE B 3TOM
o0beMe SABISIETCA AOCTATOYHBIM. JIMIIb MPU HAIMYUM KIMHUYECKUX MPU3HAKOB
aprepuaibHOi THNepToHuH, xpoHmueckoii WBC, mnepBuuHbIXx 3a00neBaHUM
MUOKapAa WIH JpYyrux (QOopM CepAeUHO-COCYIUCTON MaTOJIOTUU MPOBOJIUTCS
JOTIOJTHUTENBHOE ~ 00ClieIOBaHWE, B  COOTBETCBUM C  CYHIECTBYIOLIMMU

PEKOMEHTAITUSIMH.
2.2.4. lTonumopgpnasn sncenyoouxkoeas maxuxkapous

B ornmmume ot monomopduor KT, mannas ¢opma XapakTepusyercs
IporpeccupyrommmMu (0T yaapa K yaapy) u3MeHeHusMu komruiekcoB QRS mo

KOH(Urypaluu, aMIUIMTy€ U HalpaBlIEHUIO MPeoOJAqaoOIUX SIEKTPUUECKUX
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oTkioHeHud. [lpw OTCYTCTBMHM MAaTONOTHYECKOTO YuMHEeHHs wuHTepBana QT,
nomumopduas KT Hambonmee yacto OBIBa€T CIEACTBUEM OCTPOM HIIEMUU
MUOKap/a, Mpexae BCEro OCTporo MHpapkTa MuoOKapna, a Takxke Apyrux (popm
OCTPOT0 MOBPEKICHUS MBIIIIBI CEPIIA.

[NIOJINUMOP®HASA  KEJIYIAOUYKOBAA  TAXUKAPIAMA  TUIIA
TORSADE DE POINTES.

[Momumopduas xemymoukoBasi Taxukapaus tuna torsade de pointes (TdP)
UMEeT U Jpyrue Ha3BaHUS: «IHUPYIT», <«JIBYHAINpPaBIICHHAS-BEPETEHOOOpa3HAS»
YKEyI0YKOBasi TaXWKapausi, «CEepJCUHbIN Oaner», «mpexonsdias (Quopusius

JKCIIYJOYKOB).

2.2.4.1. [lpuuunvl 603HUKHOBEHUL.

Taxukapmus tuna TdP sBisercs TiaBHBIM, CHEUUPUYHBIM W OYCHb
OMACHBIM KJIMHUYECKHM IPOSBICHUEM CHHIPOMOB yanuHeHHOro mHTepBana QT.
W3BecTHBI BpOKIEHHbIE, T€HETHUECKU OOYCIOBJICHHbIE BapUaHTHl YIJIMHEHUS
untepBasia QT. [TogpoOHO OHU OTAEIBHO OYAYT MPEICTABICHBI HUXE.

[IpuoOperennsie (opmbl cCUHApOMA YUIMHEHHOro uHTepBaiga QT moryt
ObITh OOYCJIOBJIEHBI ILEJIbIM pPAIOM (PAKTOPOB, MNPUBOASAMIMX K 3aMEJICHHUIO
IPOLIECCOB PEMOISIpU3alMd MHOKapAa >kemynoukoB. Ilockonbky umHTepBanm QT
SBJIIETCSl YACTOTHO-3aBUCUMBIM TIOKa3aTelieM, TshKelast OpaguKkapans, CBI3aHHasI C
TUCPYHKIIMEN CUHYCOBOTO y3Jia, JTUOO C MpeACepAHO-KEIyA0UYKOBOM OJI0Kaa0M,
MOJKET MPHUBOJUTH K MAaTOJOTMUYECKOMY YyJUIMHEHHIO uHTepBaia QT c¢ pa3ButueMm
TdP (puc. 29). VY nnuHenue HWHTEpBaJIa QT MOXET OBITH
AIEKTPOKapIMOTrpadUuecKuM NPOSBICHUEM HAPYIICHUH 3JIEKTPOIMTHOIO OOMEHa
(runokanueMus, THIIOMarHMEeMHs) BCJIEICTBUE NPUMEHEHUS IUYPETHKOB WIIU
MaToJOTUU HaAMmoYeyHUKoB (cuHapom Konua). Tspkenble HapyiieHUs OEIKOBOTO
NUTaHUus (JVINTETBHOE «IUETUYECKOE» TOJIOAAHUE, HEBPOI€HHAs aHOPEKCHS,
JUIUTEIIEHOE NapeHTEPAJIbHOE NUTaHUe U ap.), WHTOKCHKAITUS
dbochopopraHuyecKUMU COEAMHEHUSIMUA, TUIIOTUPEO3 — W3BECTHBIE MPUUYMHbI

ynaeHus: uatepBania QT € pazButuem TdP. Hakonen, mpuoOpeTeHHbII CHHIPOM
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yanuHeHHoro uHTepBaia QT sBiseTcs OJHUM M3 BO3MOXKHBIX HEKeNaTeIbHbBIX
3¢ (}eKTOB HCHOIB30BAHMS aHTHApUTMUYECKHX mpernapatoB IA wu III kmaccos,
IICUXOTPOITHBIX CPEICTB (eHOTHAa3MHOBOTO psna, TPULUKINYECKUAX
AHTUJECIIPECCAHTOB, YPUTPOMMIIMHA U MHOTHX JPYTHX JIEKAPCTBEHHBIX CPENCTB,
OPUMEHSIOIINXCS Ui JICYEHHUS CEpPACUYHO-COCYIUCTBIX W HHBIX 3a00JIeBaHUM.

[Tepeuens npemnapartoB, yamuHAOMMX HHTepBaan QT npeacrtasieH B Tadi. 11.

wil W, M—M—uﬂf\n f\f\mwk »—-«M

BonbHasg C., 65 net | e e
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Puc. 29. PenuauBupyromye U301 JKEITYI0YKOBOW Taxukapauu tuna torsade de pointes Ha
¢done npencepaHo-xenyaoukoBoil 6mokansl I crenenn. CuHycoBas Taxukapaus Mpeacepauit
(3y6us P ¢ wactoroit 95-105 B MUH.) AUCCOLMUPYET C PUTMOM KEITYTOUKOB C 4acTOTOM 28—35 B
MUH. 3HaueHus uHtepBana Q-T cocrapnstor 550-620 mc.

Tabnuya 11. Ilepeuensv nexapcmeennvix npenapamos, visvisaowjux yonurenue unmepeana QT

Poccuiickoe Ha3BaHue MesxkayHapoaHOe HA3BaHHe I'pynnoBasi npuHAJIEKHOCTD
AzutpoMunuH* Azithromycin AHTHOMOTHK
Ajimanux Ajmaline AHTHApUTMUYECKHI TIpenapaT
Andyzozun” Alfuzosin Anbdal-anpenobnokarop
AMaHTaauH Amantadine IIpOTHBOBUPYCHBIH Mpenapat
Ammonapon™ Amiodarone AHTHAapUTMHUYECKUH Tpenapar
Amucybpua Amisulpride AHTHIICUXOTHYECKHIA TIpenapat
AMUTPUNITAINH Amitriptyline AHTHAETIpECCaHT
AMoxcanuH Amoxapine AHTHJIETIPECCAHT
CTuUMyYIATOp IICHTPATIHHON HEPBHOMH
AmderamuH Amphetamine CHCTEMBI U CPEICTBO, CHIKAIOIIEE
aImeTuT
Amnarpenun* Anagrelide [IpoTHBOOITYXOJIEBBIH MpenapaT
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Actemuzon*
ArtazanaBup”
ATOMOKCETHH
Benaxsmina”
Bermpuaun™
Boprezomuc”
Bocytnan6”
Baszonpeccun

Banngeranno*
Bappenadpun”

Bemypadpenno”
Bennadakcua”

BepnakananTa ruapoxopu
Bunnonerun

Bopukonazon”
Bopunocrat®

lanaaramun

Tanonepumor™
lanodantpun™

latugnokcanua”
I'emudnokcara”

I'epriadokcarius

I'uapoKCU3MHA THIPOXIOPHT
I'parucerpon”
Jacaruuu6o”

Jesunpamun

Hexcmerundenunat

HekcTpoamderaMuH

JuruapoapreMu3nH/munepaxun’

Jwuzonmpamu™
Judenrunpamun
JoGyramMuu
Jlokcenmna
Honacerpon”
Homnepumor™
Jonamun
Hodernmua™
Hponenapon™
Hponepumon™
Sunpacugon”
UoyTumun*
M3onporepenon

Astemizole
Atazanavir
Atomoxetine
Bedaquiline
Bepridil
Bortezomib
Bosutinib
Vasopressin
Vandetanib

Vardenafil

Vemurafenib
Venlafaxine
Vernakalant hydrochloride

Vinpocetine
Voriconazole
Vorinostat
Galantamine
Haloperidol
Halofantrine

Gatifloxacin
Gemifloxacin

Gerpafloxacin

Hydroxyzyne hydrochloride
Granisetron

Dasatinib

Desipramine

Dexmethylphenidate

Dextroamphetamine

Dihydroartemisinin/piperaquine

Disopyramide
Diphenhydramine
Dobutamine
Doxepin
Dolasetron
Domperidone
Dopamine
Dofetilide
Dronedarone
Droperidol
Ziprasidone
Ibutilide
Isoproterenol

IIpoTuBoanneprudeckuii mpenapar
[IpoTuBOBHpPYCHBII TpenapaT
AZpEeHOMUMETHK (HETIPSIMON )
AHTHOMOTHK

AHTHaHTMHAJIBHOE CPENCTBO
IIpoTuBOOMYXOIEBBIM IIpENApAT
[IpoTtuBOOMYX0€EBBIN IIpENAapaT
I'opmoHanbHbLi Ipenapar
[IpoTuBOOMYXO0€EBBIN IIpEIAapaT

CpezncTBo, IPUMEHAEMOE B JICICHUH
SPEKTHIBHON ANCOYHKINU

IIpoTuBOOMYXOI€EBBIA IIpENApPAT
AHTUAETPECCaHT
AHTHapUTMUYECKUH TpenapaT

CpencTBo, yiydniaromee Mo3roBoe
KpOoBOOOpaIeHne

[IpoTuBOrpHOKOBEI TpenapaT
IIpoTuBOOMYXOIEBHII IIpENApaT

WHrubutop XomuHICTEpaskl,
MIPUMEHSEMBI B JICUCHUN OO0JIC3HU
AnbrreiiMepa

AHTUIICUXOTHYECKHUI ITpenapaT
IIpoTuBOMansIpuiiHOE CPEACTBO
CuHTEeTHYeCKHUI TPOTHUBOMHUKPOOHBIH
npenapar

CuHTeTH4eCKHUI IPOTHBOMHUKPOOHBII
npenapar

CuHTeTH4eCKHUI TPOTHUBOMHUKPOOHBII
npenapat

CenaTuBHBIN Ipenapar
IIpouBopBOTHOE
[IporuBOOMyX0€EBHIN IpETApaT
AHTHzAETIpECCaHT

CTuUMyIATOp IICHTPATIHHON HEPBHOM
CUCTEMBI

CTuMynATOp UEHTPaIbHOW HEPBHOM
CHCTEMBI U CPEZICTBO, CHIDKAIOIIEEe
anmneTuT

[IpoTuBOManspuiiHOE CPEACTBO
AHTHApUTMHYECKUH TIpenapaT
[IpoTuBoannepruyeckuii mpenapar
IIpeccopHbiit amuH
AHTHJIETIPECCAHT
IIpousopBoTHOE
IIpouBopBOTHOE

IIpeccopHslit aMuH
AHTHApUTMHYECKUH TIpenapaT
AHTHapUTMUYECKUI TIpenapaT
AHTHIICUXOTUYECKHI Mpernapar
AHTHIICUXOTUYECKHI Mpernapar
AHTHapUTMUYECKUI TpenapaT

AnpeHOMUMETHK
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Wnonepunon”
VmunpamuH (METHIIPaMAH)
Nunanamun”
Ucpagunua”
Utpakonason
Ksetnanua”™
Ketoxonazon
Knapurpomunua™
Kiozanmua”
Knomunpamux
Kokann™
Kpuzotnano”
Jlanmatuano”
JleBanOyTepon

JleBoMeTamun™*
JleBodokcarua”

JInznexcamperamMmuna
TMecCyb(ar

Me3zopunazun™
Meramgon™

MeranpoTepeHon
Metundenuaar

Mupnoapux

Muprazanusa”
Moxcudnokcanun™

Mo3KCHTIPIIY/ THIPOXIOPTHAZAT
MpbIbska TPUOKCUA™
HubGenran™

Hukapaumua”™

Hunotuauo”

Hudepnmamm™

Hoprpunrunux
Hopdnokcaunu”

Hopsmmuedpun
Oxcuronuu”
Omnansanua”

OnpanceTpoH™
Oduokcanma”

[Mazomann6”"
[Mamunepugon”
IMapokceTun
IMacupeotug”
IlentamMugun™

[MepdayTpeHoBbIe TUIHAHBIE
MUKpocheps”

ITumo3ug*

lloperidone
Imipramine (melipramine)
Indapamide
Isradipine
Itraconazole
Quetiapine
Ketoconazole
Clarithromycin
Clozapine
Clomipramine
Cocaine
Crizotinib
Lapatinib
Levalbuterol
Levomethadyl

Levofloxacin

Lisdexamfetamine dimesulphate

Mesoridazine
Methadone
Metaproterenol

Methylphenidate

Midodrine
Mirtazapine

Moxifloxacin

Moexipril/Hydrochlorothiazide
Arsenic trioxide

Nibentanum

Nicardipine

Nilotinib

Niferidile

Nortriptyline

Norfloxacin

Norepinephrine
Oxytocin
Olanzapine
Ondansetron

Ofloxacin

Pazopanib
Paliperidone
Paroxetine
Pasireotide
Pentamidine

Perflutren lipid microspheres

Pimozide

AHTHUIICUXOTUYECKUN NpenapaT
AHTUAETPECCaHT
AHTHUTUTIEPTEH3UBHBIN Npenapar
AHTHUTUTIEPTEH3UBHBIN Npenapar
[IpoTrBOrpNOKOBEI TIpenapaT
AHTHUIICUXOTUYECKUH NpenapaT
[IpoTrBOTrpHOKOBEI TIpenapaT
AHTHOUOTHK
AHTUIICUXOTHUYECKHUN ITpenapaT
AHTUAEPECCAaHT

MecTHBIN aHECTETUK
[IpoTuBOOMYX0€EBBIN IpEIAapaT
IIpoTuBOOMYXOIEBBIM IIpENApaT
AJIpEHOMUMETHK

OnuouHbIN aHATIBIEeTHK

CuHTeTH4eCKUH IPOTUBOMUKPOOHBIH
npenapat

CTuMynATOp UEHTPaIbHOW HEPBHOU
CHCTEMBI

AHTUTICUXOTHYECKUN MTpenapaT
OnuoNIHBIN aHAJIBIETH
AJIpEHOMUMETHK

CTuMysATOp IEHTPAIHHON HEPBHOMN
CUCTEMBI

AJIpEHOMUMETHK

AHTHAETIpECCaHT

CuHTeTH4eCKHUI POTHBOMHUKPOOHBII
npenapat

AHTUTUNIEPTEH3UBHBII Npenapar
IIpoTuBOOMYXO0€EBBII IIpENApaT
AHTHAapUTMHUYECKUH Ipenapar
AHTHTHUIIEPTEH3UBHBIN Npenapar
IIpoTuBOOMYXOi€EBBIN IIpENAapaT
AHTHAapUTMHUYECKUH Tpenapar
AHTHAETIpECCaHT

CuHTEeTHYeCKHUI TIPOTHBOMHUKPOOHBIH
npenapar

AJIpEHOMUMETHK

TI'opmoHanbHbII penapar
AHTHUIICUXOTUYECKUN NpenapaT
IIpotuBOpBOTHOE

CuHTETHYeCKUI POTUBOMHUKPOOHBIN
npenapar

IIpoTuBoOMyXO0NEBEIN IpenapaT
AHTHIICUXOTHYECKHUH TIpernapaT
AHTHJIETIPECCAHT

T'opmoHanbHbII Dpenapar
AHTHUIIPOTO30MHBIH Npenapar

Kontpactaelit mpenapar, UCMoab3yeMblil B
YJIBTPa3BYKOBBIX UCCIIEJOBAHUSIX

AHTHIICUXOTUYECKHI Mpernapar
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[penapars! nTHs”

[Ipobykom™
[poxanHamug™*
[Mpomerazun”
[Iporpuntunux
IceBnoadenpun
Panomazua”™
Punnusupus”
Pucnepumon”
Puronpun
Puronasup
Poxcurpomurma”
CaxBuHaBup”
Canp0yTamon
CanpmeTepoi
CeBoduypan™
Ceptunmon”™
CepTpanun
CubyTtpamuH
Conudenanux
Copadpernc”
Coranor™

Crnapdokcarua™

Cyautuanto”
Takpomumych
Tamoxcugpen”
TenaBanmuu”
Tenurpomunua”
TepOyramun
Teppenanua™
Tuzaungua”
Tuopunazua™
Tonrepoaun”
Topemuden”
Tpazonon

Tpumeronpum/Cynbhamerokcas
on

Tpumunpamux
damorngua”

dendbamat’
OeHmInponaHoJaMUuH
deHoTHA3NH
deHTepMuH

Denpypamua
dunroaumon”

dnekanunua™

®yKoHa3011

Lithium

Probucol
Procainamide
Promethazine
Protriptyline
Pseudoephedrine
Ranolazine
Rilpivirine
Risperidone
Ritodrine
Ritonavir
Roxithromycin
Saquinavir
Salbutamol
Salmeterol
Sevoflurane
Sertindole
Sertraline
Sibutramine
Solifenacin
Sorafenib
Sotalol
Sparfloxacin
Sunitinib
Tacrolimus
Tamoxifen
Telavancin
Telithromycin
Terbutaline
Terfenadine
Tizanidine
Thioridazine
Tolterodine
Toremifene
Trazodone

Trimethoprim/Sulfamethoxazole
Trimipramine
Famotidine

Felbamate
Phenylpropanolamine
Phenothiazine
Phentermine
Fenfluramine

Fingolimod

Flecainide
Fluconazole

CpeactBo, npuMeHsieMoe JUTsl JISUCHUS
MaHui

lN'umomunuaemMuyeckoe CpeacTBo
AHTHAapUTMHUYECKUH IpenapaT
AHTHUIICUXOTUYECKUH NpenapaT
AHTUAETPECCaHT
AJIPpEHOMUMETHK
AHTHaHTMHAJIBHOE CPENCTBO
IIpoTuBOBHpPYCHBII IIpeniapaT
AHTHUIICUXOTUYECKUH NpenapaT
MuopenakcaHT
IIpoTuBOBHpPYCHBII IIpeniapaT
AHTHOHOTHK
IIpoTuBOBHpPYCHBII IIpenIapaT
AJIpEHOMUMETHK
AJIpEHOMUMETHK

OO1mmit aHecTeTUK
AHTUIICUXOTHYECKHUI ITpenapaT
AHTHAETIpEecCaHT

CpencTBo, CHUKAOILIEE AIIETUT
MuopenakcaHT
IIpoTuBOOMYXOIEBHIA IIpENApaT
AHTHAapUTMHUYECKUH Ipenapar
CuHTETHYeCKUIl MPOTUBOMHUKPOOHBIN
npenapat

[IporuBOOMyX0€EBHIN IpETApaT
NMmMyHOCYynpeccopHbIil mpenapar
IIpoTuBOOMYXO0€EBBII IIpENApaT
AHTHOMOTHK

AHTHOMOTHK

AJIpEHOMUMETHK
IIporuBoaepruueckuil npenapar
MuopenakcaHT
AHTUIICUXOTHYECKUI ITpenapaT
MuopenakcaHT
IIpoTuBoOMyXO0NEBEIN IpenapaT
AHTHJIETIPECCaHT

CuHTeTHYeCKUi MPOTUBOMHUKPOOHBIH
npemnapar
AHTHJIETIPECCAHT

CpeHCTBO, CHHMIKAIOIICC KUCIIOTHOCTDH
KEITyJOYHOr0 COKa

IIpouBocynopoXkKHBIHI Ipenapar
CpencTBo, CHUXKAOLIEE ANIETUT
AHTHIICUXOTHYECKHUHA TpenapaT
CpencTBo, CHUXKAOLIEE AIETUT
CpenctBo, CHIKAIOIIee anmeTuT

HpenapaT, HpI/IMGHHeMHﬁ B JICUCHHUU
PpacCesaHHOTO CKJICPO3a

AHTHAapUTMUYECKUI TpenapaT

ITpoTUBOrpHNOKOBEII ITpemapaT

139



dnyokceTnH Fluoxetine AHTHzaenpeccaHt

dockapret” Foscarnet [IpoTrBOBHpPYCHEIH MIpenapaT
®dochennronn” Fosphenytoin IIpouBocynOpOKHBIH Npenapar
XuHUAUH* Quinidine AHTHapUTMUYECKUH TpenapaT

XuHnHA cynbdar

Quinine sulfate

IIpoTuBOMansipuiiHoe cpeacTBO

Xopanruapar Chloral hydrate CHoTBOpHOE

XITOpOXHUH Chloroquine [poTrBOMASIPHIHOE CPEICTBO
Xopnpomasun* Chlorpromazine AHTHIICHXOTHYECKUH Tpernapat
anp
[umporokcanyus Ciprofloxacin S;I:HT;;::GCKHH MpOTHBOMUKPOOHI
[uranonpam Citalopram AHTHzAETIpECCaHT

Onuneppun Epinephrine AJIPEHOMUMETHK

Spudynuu” Eribulin [IpoTuBOOMyXO0NEBHIH MpenapaT
SputpoMUIUH* Erythromycin AHTHOMOTHUK

Ocuuranonpam™ Escitalopram AuTHaenpeccaHt

Ddenpun Ephedrine APEHOMUMETHK

pumeyanus:

HaspaHus mpenapaToB NpeICTaBICHBI B COOTBETCTBHU C MEXKIYHAPOIHON HEIIATEHTOBAHHONW HOMEHKIIATYPOit
(MHH);

* — nokymeHTHpoBaHa nHIykus Torsade de pointes mpy UCIONB30BAaHKUH ATOTO MperapaTa B CTAHIAPTHBIX
TepaneBTHUCCKUX 03aX;

AN —unaykuus Torsade de pontes mpu KCIONB30BAHUK TAHHOTO Tpenapara J0KYMEHTHPOBaHA B ONPENeIEHHbBIX
YCIOBUSIX (HAMPHMED, IPEBBINICHHE PEKOMEHYEMOM O3Bl HIIH B3aUMOJICUCTBHE C APYTUMH JICKAPCTBEHHBIMH
Ipenaparamu);

Bce ocTanbHbIe MPeACTaBICHHBIC B TAaHHO TaOITHIle penapaThl ClIOCOOHBI BBI3BIBATH Y/JIMHCHHE HHTEPBAIA
QT, oaHako ciyyan uHAYKIMK Torsade de pointes mpu ux MpUMEHEHUH He 3apeTHCTPHPOBAHBI;

Bce npencrapieHHbIe B JaHHOW Ta0uiie MpenapaThl IPOTHBOIIOKA3aHbl OOJIBbHBIM BPOXKIEHHBIM CHHIPOMOM
yauHEHHOro uHTepBana QT.

2.2.4.2. [lamoghuzuonocus

NHAIMAPYIONIMM MEXaHU3MOM Pa3BHUTHS JKEJTyTOYKOBOM TaXMKapAHH THIIA
TdP  sBisercss  TpurrepHas  aKTUBHOCTb,  OOYCIIOBIICHHAass  PaHHUMH
NOCTAETIONSPU3ALUSIMH, a  HEOJHOPOJHOCTh  3aMEIJIEHUS  IPOLIECCOB
pernoyisipu3alii  Ipu  CUHApPOME yAJIMHEHHOro wuHTepBasia QT (aucnepcus
pedpakTepHOCTH) CIYKUT OJHUM W3 BAXKHBIX YCJIOBUU BKJIIOUCHUS (heHOMEHa le-

entry, KaK BO3MOKHOI'O MCXaHHU3Ma IMOAACPKAHUA TaXUKAPINUH.

2.2.4.3. Jluaenocmuka. Knunuueckue nposienenust

XapakTepHas dJeKTpokapauorpaduueckas kapruHa 0P BBITJSANT, Kak
MOCTENIEHHOEC M3MEHEHHUE OJJICKTPUYECKOM OCH cepua («BpalleHue Oocuy,
«IHUPYIT»), TPOSBIAIONICECS CMEHOM  MpeodialaloluX  MOJOKUTEIbHBIX

OTKJIOHCHUW Ha MpeobJiaaronye OTpUIlaTelbHbIe, 1 HA000POT, C UBMEHEHUEM HX
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aAMIUTATYIbl U WHTEPBAJIOB MEXAY YIIMPEHHBIMH M PE3KO Ie(POPMUPOBAHHBIMU
KEITyTOYKOBBIMUA KOMITIEKCaMu (cM. puc. 29), 9TO TpH 3aTSHKHBIX JMHA303X B
HEKOTOPBIX CIIy4asX HarloMUHaeT (opMy BepeTeHa. YacToTa puTMa KeryaouKoB
npu 3ToM coctaisieT ot 200 mo 250 u gaxe 6onbire B 1 muH. [Tapokcusmer  TdP,
KaK IPaBWJIO, MPOTEKAIOT C PE3KUM CHIKEHUEM apTEepPUAIBbHOTO JaBJICHUS,
KOJUIaricaMy, OOMOpOKamH, OCTaHOBKOW KpoBooOpamieHus. boipmmHCTBO
AMU30/0B 3TOM TaXMKapAUH CIIOHTAHHO KynupyroTcs yepe3 6—100 KkoMIuiekcoB, HO
Bcerja cyiectByer puck TpaHchopManuu B DX, yro otHOCHT 3TY (opmy

TaxXUKapaAu K IPOrHOCTUICCKHU KpaﬁHe He6HaFOHpI/IHTHBIM.

2.2.4.4. Obvem obcreoosanusl.

Oo0cnenoBanue 00JbHBIX ¢ TOP MOMKHO OBITH HAIPABICHO HA BBISBICHHUC

MIPEICTABIICHHBIX BBIIIE TPUYHH MMaTOJIOTHIYECKOTO YTMHEHU nHTepBaia QT.
2.2.5. Tpenemanue >ceiy0ouKos u puopUNIAUUA HCENYT0UKOE

B ocnoBe tpeneranus xxenynoukoB (TXK), Tak ke kak 1 MmoHOMOpdHOM KT,
JISKUT MEXaHU3M IMOBTOPHOTO BXOJ1a BOJIHBI BO30YKJI€HUS, IPU KOTOPOM, OJTHAKO,
BpeMs IMKJa Fe-entry CcyiecTBeHHO Kopode. BeieacTBue 3Toro, yacTtora putMma,
00bruHO, coctaBisieT 250 u 6onee B 1 mun (puc. 30A). Ha OKI' peructpupyior
PUTMUYHBIC, BBICOKOAMIUIUTY/IHbIC, YIIUPEHHBIC DJIEKTPUUYECKUE OTKIOHEHUS
KEITYJTO0UKoB, BONHBI T He ompenenstorcs. Yem BbIIE 4YacToTa H  IIHPE
KEITYJJOUKOBBIE OTKJIOHEHHS, TEM MEHEE pPa3IMuhMa H303JEKTPUUYECKas JMHUS.
DnexTpokaparorpaguueckas KpuUBas MOXET MPUOOpETaTh BUJl TMPABHIBHON
cunycouzpl (puc. 30b), uro oObIyHO HabMOAaeTCs Ha dTane Tpanchopmaruu TXK
B ux ¢uopwusanuio (puc. 30B), sBisgmonIyrocs, 3a pPeaKUM HUCKIIOYEHUEM,
3aKOHOMEPHBIM UCXOJIOM.

@)X mpexacrasisier coOOM yacThle, a0OCONIOTHO HEKOOPAUHUPOBAHHbBIC
COKpAILICHUs MBIIIECYHBIX BOJIOKOH. Mexanusmom @K, mo-BUAMMOMY, SIBIISIETCS
re-entry, mpu KotopoM (PpOHTHI BO30YKICHUS U3MEHSIOT IyTH CBOETO JBUKEHUS

or nukia k mukiny. Ha OKI' (ecm. puc. 30B) peructpupyercst HeperyisipHas,
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Xa0THUYECKasl JJIEKTPUYECKass aKTHBHOCTh B BHJIC MOJUMOPGHBIX OCIHIIISAINH,
MOCTOSTHHO ~ W3MCHSIIONIUXCS MO  CBOEH  KOH(UTypanuu,  aMIUIUTYIE,
MPOJOJKUTEIBHOCTH M YaCcTOTE, AMana3oH KoTopoil coctasisieT oT 300 u BhIlIE B

1 muH.

Puc. 30. CioHTaHHOE pPa3BUTHE TPETIETAHUS KEITYT0IKOB (A) C IBOIIFONHMEH B CHHYCOUIATHHYIO
kpuByto (b) u mocnenyromum nepexonoM B pubpumuisiiuio xemygoukos (B). (Xonrepockas
MouuTtopHas 3anmuch JDKI', 3apuxcupoBaBiiasi MOMEHT BHE3AMTHOM apUTMHUYECKON CMEPTH).

N TXK, n ®XK conpoBoKAaIOTCA OCTPHIM PA3BUTUEM KIIMHUYECKOU KapTUHBI
OCTaHOBKH KpOBOOOpAIIICHHS, TpeOyroIei MPOBEICHUSA ADKCTPEHHBIX
PEAHUMAIIMOHHBIX MEPONPUATUNA C IPUMEHEHUEM JIEKTPUUECKON KapIUOBEPCHUHU.

bonbusie, nepekupime TXK u/mmun @K, momwkHel ObITH 00CIEIOBAHBI TaK

e, KaK MalUeHThl ¢ KjJaccuyeckoi MoHoMopdHoit JKT.
2.2.6. JIeuenue 601bHbIX C HCEIYOOUKOBHIMU MAXUKAPOUAMU.

Jledenne 3Toi KaTeropuu OONBHBIX MPAKTHYECKH BO BCEX CIydasx TpeOyer
pelIeHust IBYX 3aa4: KyIUPOBAaHUS PUCTYIIOB U MPO(PMIAKTUKN UX PEIUIAUBOB.

Ipu ®PK uwim KT 0e3 myabca KIHOYEBBIM HJIEMEHTOM pEaHUMAIUU
SIBJISICTCS DKCTPEHHAs dJICKTpHUYECKas NACPUOPHILIANMSA ¢ MPUMEHCHUEM SHEPrUu

pazpsina 150-360 Ix. [Ipu HeaddexkTuBHOCTH 2—3 pa3psaa0B Mepel NpUMEHEHUEM
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CIIEYIOIIMX Pa3psA0B TpeOyeTcsi BHYTPUBEHHOE OOIIOCHOE BBEICHHNE aMHOJapOHa
B 103¢€ 300 mr.

Menee 3 pexkTuBHO B 3TUX chydasx nmpuMeHenue nuaokanHa (100—-200 mr
BHYTPMBEHHO). BBeneHue mnpemapaToB MPOU3BOAUTCS Ha (OHE HEMPEPHIBHOTO
HapY>KHOTO Macca)ka Cep/la.

B ciyuyae BoccTaHOBNIEHHS CHHYCOBOI'O PUTMa, IMTPU HEOOXOAMMOCTH MOXKET
OBITh HauaTa MOCTOSIHHASA BHYTPUBEHHAs WH(Y3HUs IPEmapaToB.

[Ipu mapokcusmaabHoii MoHoMopdHoii KT nHanbGonee >hPekTUBHBIMU
ABIAIOTCA aHTHapuTMuueckue mnpemapata | um Il kmaccoB, m kak cpencrtsa
KyIUpPOBaHUSI MapOKCHU3MOB MPH BHYTPUBEHHOM MPHMEHEHHUU, M KakK CpelCTBa
OPEIyNpeXICHUs UX MOBTOPHOTO pPa3BUTUSA, MNPHU PETYISIPHOM UIMUTEIHLHOM
npueMe BHYTpb (cM. Tabmn. 1 u 3). Ilpu »TOomM cremyer cTporo cooOar0aaTh
orpaHMyeHust 1o Oe30macHOCTM TNpuUMeHeHus mnpenaparoB | kiacca,
0OyCIIOBJIEHHBIE BBICOKUM PHUCKOM HMX apUTMOI€HHOTO JEUCTBUS y OOJBHBIX C
TSOKEJIBIM OpTraHMYeCKHM TopakeHueM cepana. I[Ipemapatsl | kmacca JOMKHBI
OBITh UCKJIIOYEHBI U3 KIMHUYEeCKoro npumeHeHus y 6onbHbix UBC, B Tom uucie
NEPESKUBIINX MHPAPKT MHOKApAA, a TAKKE Yy MalUEHTOB C APYrUMH (GopMaMu
CepJICYHON MAaTOJIOTMM, NPUBOJAIIMMHM K JAWJATAllUd MOJIOCTM U CHUXKEHHIO
bpakuuu BeIOpOoca JeBoro kemymouka (<40% mno ganaeiMm OXO KI), k
runepTpopuu Muokapaa jgeBoro xemygouka (1,5 cm u 6osee, mo naHHeiM IXO
KI'), a Takxke K MNpOSABICHUSM XPOHUUYECKON CEpJIEYHONM HEAOCTATOYHOCTH.
Haubonee omacHo mpuMeHEHHE Yy 3THX KaTeropuil OonpHbIX mnpemnapatoB IC
KJjacca.

N3 mnpemapatoB |A Kkjacca mMapeHTEPaIbHO HCIONb3YEeTCS TOJBKO
npokauHamu/. [locie npeasaputensHoro pazseaeHus B 20 il GU3HOIOTHYECKOTO
pacTBopa €ro MO>KHO BBOJUTH BHYTPUBEHHO cTpyiHO B 103e 0,5-1,0 r nuib mnpu
OTCYTCTBHMHM MPEACTABICHHBIX BBIIIE OrPAaHUYCHUN 110 OE30MaCHOCTH MPUMEH CHUS.
W3-3a puicka pa3BUTHSA THIIOTOHUU TIpemapaT BBOJIUTCS MEIJICHHO (B TeueHue 10—

15-20 MuHYT) T10]T TOCTOSTHHBIM KOHTpOJIEM ypoBHs AJl.
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bonee »sddexTBHO M Oe30macHO BHYTPUBEHHOE CTPYyHHOE BBEIECHUE
Ju0KanHa B J03¢ 1—2 MI/Kr B TeueHHE 3—5 MUHYT C MOCHEIYyIOIeH, Npu
HEO0OXOIMMOCTH, MOACPKUBAIOIICH HHPY3UEH CO CKOPOCThIO 1—4 MI/MUH.

Haubonee »sddexTHBHO W TPEaNOUTUTENILHO BHYTPUBEHHOE BBEJICHUE
amuojapoHa B go3e S5 Mmr/kr B TedeHue 15-20 mun. Ilpum HeoOXomumocTu
MPOJIOJKEHUS BBEJICHUS MperapaTa MOXKeT ObITh HauaTa MOCTOSTHHAs UH(Y3US B
cyrouHoit no3e 1,2—1,8 r (MakcuManbHas cyTouHas go3a 2,2 1). (cM. Tadi. 1).

BHyTpuBeHHOE BBE/IeHHE aHTUAPUTMUYECKUX PENapaToB MPOBOIUTCS MO/
ITIOCTOSTHHBIM KOHTPOJIEM YpOBHA aprepuanbHoro gasieHuss nu OKI'. PazButue
npeacepaHo-xkenyaoukoBoil Omokanel |-l crenenu, pacmmpeHue CHHYCOBBIX
kommuiekcoB QRS >160 Mmc u ymiunenume wuHTepBaiza QT >500 mc, Takke B
CHHYCOBBIX KOMILIEKCAX, TPEOyeT MpephIBaHUs BBEICHUSI.

B nensax npodunaktuku peuunnBoB MmoHomopduoi XT, TXK u @X, B Tom
YyCcJi€ TOCJIe TPOBEICHHONW MMIUIAHTAIIMK KapJIuoBepTopa-aehudopuiisTopa
(cm.HmKe), Hanbosnee A(PGEeKTUBHO HA3HAUCHHE HA JUIUTENIbHBIA TOCTOSTHHBIN
pUeM coTajojia, aMuoaapoHa (cM. Tabi. 1), a Takke KOMOWHAIIUKA aMUOIapOHa U
B-61oKxaTopoB. Y OOJBHBIX CO CHUKEHHOM (Dpakiueil BBIOpoca JIEBOTO Kelya0uKa,
MPOSIBIICHUSIMU XPOHUYECKOM CEp/IeYHON HEAOCTATOYHOCTH, a TAaK)Ke MPU HAITHYUU
MPU3HAKOB TOYEYHOM HENOCTATOYHOCTH, TMpernapaToM BbeIOOpa  sIBISIETCSIE
aMUOJIAPOH, a COTAJION JIOJKEH OBITh UCKIIFOYEH U3 TPUMEHEHUS.

[Ipu ¢acuuxkyasipHoin JeBoKeayaoukoBou Ttaxukapauu u HIIKT
BHYTPMBEHHOE BBEACHHME Bepamammia, a Takxke aneHosuHa (AT®D) seusiorcs
BBICOKO d3(dekTuBHBIME crocobamMu KynmupoBaHus (cM. Ta0u. 3). Ilpu 31HX
dbopmax TaxMKapAuH JUIS TPEIYyIPEKISHUS PEIUAUBOB YPGEKTUBEH PETYIISIPHBIMI
JUTUTETHHBIA TIPUEM BHYTPh BepalaMuia, a TakkKe CpeACTB, oTHocsmuxcs k 1C
kinaccy (cm. Tabm. 1). Ilockonbky u  ¢acuMKyJISIpHASl J1€BOKeJIYA04YKOBasl
raxukapausa u HIIPKT Bo3HuKarOT, Kak MpaBuio, y JUll, HE UMEIOIINX IPU3HAKOB
OpraHM4ecKoro 3aboJjieBaHMs cepjilia, Ha3HaueHue uM mpenaparoB |C kiacca

0e3omacHo.
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Kakx Owuto mpencTaBieHO BbINIEe, Kakaas HU3 ITHX (POpM  TaxuKapauu
XapaKTEePU3yeTCs] HAIMYAEM OTYETIIMBOTO, TOMOTpa(UUeCKH OTPAHUYCHHOTO
aHATOMHYECKOT0 cyOcTpaTa: 3aJiHee-HUKHSS BETBb JIEBOM HOXKKHM Iydka ['mca —
npyu (GacHUKYJAPHOH JIEBOKEJTYA0UYKOBOM TAXUKAPAUM; BBIHOCSAIIUNA TPAKT
npaBoro >xkemynouka — npu HIIZKT. B cuimy storo, mpu maHHbIX (opmax
Taxukapauu, B ommuue ot apyrux KT, Beicoka 3(pPEeKTUBHOCTH MPUMEHEHUS
pazrovYacTOTHON KaTeTEepHOM abnaluu, Kak crnocoda paguKaibHOTO U3JICUCHUS, HE
TpeOYIOIIEro MocaeayIoel MPOTUBOAPUTMUYECKON TEPATTHH.

JleueHne OOJBHBIX C JKEIYIOYKOBOW Taxukapaued tuma TdP  10JpKHO
HAYMHATHCS C BBIABICHWS W YCTpaHEHWS NPHYMH yaauHeHus wuHTepBama QT,
MPEXJIe BCETO C OTMEHBI JIFOOBIX JIEKAPCTBEHHBIX CPEJCTB, CIIOCOOHBIX Y/TMHATH
uaTepBan QT (cM. Tabn. 11), ecnu TakOBBIE TPUMEHSIIOTCS. BBIIBUTH U YCTPaHUTD
OpUYMHBL yJiMHeHusT uHTepBana QT ymaercs, Kak MOKa3bIBaeT MPAKTHKA, B
MOJIABJISIFOIIEM OOJBIIMHCTBE CIIy4aeB, HO MOYTH HUKOT/Ia 3TO HE JIaeT OBICTPOTO
pesyapTata. HeoOXoauMo BHYTPUBEHHOE BBeAcHUE cyibdara wMarHus (CM.
Tab. 3), uro ObiBaeT dHPEKTUBHBIM M HEPEAKO JOCTATOYHBIM, B TOM UHUCIE U Y
MalMEeHTOB ¢ UCXOJHO HOPMaJbHBIM ypOBHEM MarHus B KpoBu. [Ipu orcyTcTBUUM
s dexTa, CIenyonUM ITAIOM SBIISIETCS BPEMEHHAs SJIEKTPOKAPAUOCTUMYIISIITUS C
yactoroir 100 u Oosbiie B MuHYTY. HaBs3piBanue, TakuM o00pazoM, cepaily
BBICOKOW YacTOTHl TPHBOAUT K yKopodeHuio uHTepBaia QT wm cmocoOcTByeT
MPEIOTBPAILICHUIO peLMANBOB TdP. [TpoaomKUTENbHOCTD
AIEKTPOKAPUOCTUMYJISIIUM ~ OTIPENICNACTCSl  BPEMEHEM, HEOOXOIUMBIM st
yCTpaHEHUs] TPUYMHBI yJIJauHeHHs wuHTepBaga QT, Hampumep BpeMeHEM
AKCKpPEUMH TOrO0 WJIM HMHOTO IMpernapara, SBUBIIECTOCS MPUYUHON YIIMHEHUS
untepBaia QT. Ecnu npuumboit ymuaenus: unatepBaia QT c¢ passuruem TdP
ABIsiCTCS  Opamukapausi, Hampumep mnojHas AB-Omokaga (cM. puc. 29),
AIIEKTPOKAPIUOCTUMYJISAIINS JOJIKHA OBITh IEPBBIM U OCHOBHBIM 3TarioM JICYCHUS,
a TpPU HAJIWYUU COOTBETCTBYIOIIUX BO3MOXXHOCTEH, Cpa3y K€ MOXET ObITh
Haja)XX€Ha  MOCTOSHHAs  BJEKTPOKAPIAUOCTUMYJSLMS €  HUMIUIAHTaluen

HNCKYCCTBCHHOTI'O BOJAUTECIIA pUTMa CCpala.
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2.3. BHe3anHasl cepieyHasi CMEPThb M KeJTy10YKOBbIe HAPYILIEHUS
purMma cepaua. Crparudgukanusi pucKa BHe3alHOM cepaeyHon
cmepTH. [Ipodpunakruka BHe3aNMHON cepAEYHON CMEPTH

Ilo ompeneneHnro, BHE3aIHOW CYUTAETCS CMEPTb, OT KOTOPOW II€pBbIC
CUMIITOMBI YXYJIIIIEHHUs] COCTOSTHUS IMallueHTa OTJEJIEHbI CPOKOM, He Oosiee 1 yaca,

a B peaJIbHOM MPAKTUKE 3TOT MEPUOJ HEPEAKO U3MEPSAETCI MUHYTaMHU.
2.3.1. Pacnpocmpanennocma. IIpuyunsl 603HUKHOBEHUSA

EXeroqHo B MHMpE pErucTpUpYyHOTCS COTHH ThICAY CIIyd4aeB BHE3AIIHOU
cMepTd. B pasBUTBIX cTpaHax ee yacToTa coctaBisieT 1-2 ciydas wa 1000
HACEJICHUS B TOJ, YTO COOTBETCTBYET 13-15% (10 HEKOTOpHIM JaHHBIM 10 25%)
BCEX CJIy4aeB ecTecTBeHHOM cmepTu. BHeszamHas cepneunas cMepTth(BCC) ObiBaer
IIEPBBIM M HepeAako eauHcTBeHHbIM mnpossiaeHueM WBC, mpum xoropoir 50%
CllyuaeB CMEpPTU BHE3alHbl, a Ccpeaud OOJIbHBIX C XPOHUYECKOW CepAedHO

HEJOCTATOYHOCTHIO BHE3AIMHO YMUPAIOT O0JIee MOJIOBUHBI.
2.3.2. llamonguzuonozusn

OcranoBka cepiana, kak Mexanusm BCC, B aOCONIOTHOM OOJIBIIIMHCTBE
ciaydaeB (Oosiee 80%) Bo3HukaeT B pesyibrare OXK, cymiecTBeHHO pexe (MeHee

20%) — B pe3ynbTaTe aCUCTOJIHH.
2.3.3. Cmpamugpukayus pucka 6He3anHOI cepOeUHOU cMepmu

Tecnast cBsa3p BCC ¢ HEKOTOphIMH (pOpMaMHM >KETYTOYKOBBIX HapYILIEHHM
pUTMa cepaua JenaeT HeoOXOAUMBIM MPOBEACHUE MX PUCK-CTpaTH(PHUKAIUH, T.C.
pamxupoBaHus 1o creneHu pucka pasputus DOXK. IlepBasg mnombITka Takou
ctparudukanuu Obuta ipennpunsata B. Lown u M. Wolf, koTopsie npeaioxuim B
1971 r. rpalalliOHHYIO0 KJ1accuukanuio KEITYJOUKOBBIX apUTMHUIA,
3apeructpupoBanHbix npu XM OKI'. Knaccuduxanusi BbIAEHsSET ClIEayrOLIne
rpajganuu:

e ['pananusa 0 — xeyZOYKOBbIE HAPYLIEHUSI PUTMA Cep/Illa OTCYTCTBYIOT.
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I'paganusa 1 — pexaxas (ae 6onee 30 B uac) moHoromnHas JK3.

['panmarus 2 — gacras (6osee 30 B yac) monoTomHas JKO.

['pananus 3 — nomuronHas JKO.

e I'papamus 4A — nBe nociieoBaresbHbIe (MapHbie) XKD.

o ['pamanus 4b — Heckonbko moapsa (Tpu u Oosee) KETyTOYKOBBIX
HKTONMUYECKUX COKpalleHud — «mpodexkm» XKT.

o ['pamarnus 5 — pannss KO tuna R/T.

['pananmonHas kiaccuukanys UMEET BaKHEHIee 3HAYEHUE IS OLEHKH
pesynbTtatoB XM OKI'. B Hell yuTeHbl BO3MOXHOCTH KaK KOJUYECTBEHHOTO
(rpagauuun 0-2), Tak W KayecTBeHHoro (rpagauuu  3-5)  aHanau3a
3apETUCTPUPOBAHHBIX  KEITYJOYKOBBIX apuTMuid. OHa SBISAETCS  BaKHBIM
WHCTPYMEHTOM B aHaJIU3€ JAMHAMUKHU CIIOHTAHHBIX MPOSBJICHUHN XEITYyI0YKOBOU
AKTOMUYECKON aKTUBHOCTH, KaK pe3yJibTara MPOTUBOAPUTMHUYECKOTO JICUCHHUSI, UTO
MO3BOJISIET  JlaTh  OOBEKTHBHYIO  OIEHKY JOCTUrHyTOoro 3ddexra, Kax
MOJIOKUTENIBHOTO, TaK W OTPHUIATENIBHOTO, BKIJIIOYAsi BBIABICHUE CIy4acB
ApUTMOIEHHOTO JEWCTBUA IIpenapatoB. Bmecte ¢ Tem, BBIICICHUE Tpajaiui
CTPOUTCSI TOJIBKO TIO DJICKTPOKAPAUOTPAPUUECKUM TPOSIBICHUSAM KEIIYJOUKOBOMN
HKTONUYECKON aKTUBHOCTHU, O€3 yueTa XapakTepa OCHOBHOM CepJIeYHON MaTOJI0Truu
U BO3MOXHBIX KIMHHUYECKUX TMPOSBICHUN >KETyJIOYKOBBIX HAPYUIEHUA pUTMA
cep/ila, 4To SBJISIETCS CYIIIECTBEHHBIM HEJOCTATKOM 3TOM KilacCU(PUKAIIUY.

Baxxnoe 3HaueHuwe i KIMHUYECKOM MPAKTUKH UMEET KiIacCU(PUKAIUs
(puck-ctpatudukanus), npemioxennas T. Bigger B 1984 r. Ona mpenmonaraer
IIPOBEJICHME aHadu3a HE TOJbKO XapakTepa KEIyAOYKOBOW HKTOIMUYECKOU
AKTUBHOCTHM, HO W €€ KJIMHUYECKUX MPOSBICHUN, a TaKXKe HaIu4yus WIu
OTCYTCTBUSI OPTaHMYECKOTO MOPAXKEHUS Cep/lla Kak MPUUHUHBI €€ BOBHUKHOBECHMUSI.
B cooTBeTCTBUM C 3TUMU NMpU3HAKAMU BBIJCISIOTCSA 3 KaTETOPUHU JKEITYJ0UYKOBBIX
apUTMUI.

e K n1o0poxayecTBeHHBIM KeJIYI0YKOBBIM APUTMHAM OTHOcHUTCS KO,
yarie oAuHOYHas (MOTyT ObITh M JApyrue (popmbl), MpoTeKaroiias 6€CCUMITOMHO

HJIN MaJIOCUMIITOMHO, HO I'JIaBHOC, BO3HUKAIOIIAA y JIMI[, HC UMCIOIIUX IIPU3HAKOB
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3a0onieBaHusl cepaua («UIUOMAaTUYECKUE» KeTyJAouKoBble aputmuu). IIpornos
KHU3HU ATUX OONBHBIX OJIATOMPHSITEH, B CBSI3U C OUYEHb MaJlOM BEPOSITHOCTHIO
BO3HUKHOBEHUS (haTalbHBIX KenyAoukoBblx aputmuil (DXK), He oTimyaromeiics
OT TaKOBOW B OOmIel momynsuuu, W, ¢ nosuuuu npodunaktuku BCC, onu He
TpeOyroT Kakoro-inuoo yeyenus. Heobxonumo nuie AUHaAMUYECKOE HAOIIOACHHE
3a HUMH, 00, 1O KpaiilHe Mepe y 4yacTH O0oibHBIX, KO MokeT ObIThb NEpBBIM
KJIMHUYECKHUM IMPOSBIICHUE, 1€0I0TOM TOM UM HHON CepIeUHOI MaTONOTHH.

e [[pyHIMNUANBHBIM  OTJIIMYMEM MOTEHUHAJBHO 3JI0KAYeCTBEHHBIX
JKeJIYIOYKOBBLIX APUTMHH OT IPEABIAYIICH KaTeropuu CIYyXUT HAJIUYKE
OpraHUYecKOro 3a0o0JIeBaHMs Cep/la, KaK NPUYMHBI MX BO3HUKHOBeHHUA. Yaiie
Bcero 310 paznnyHbie popMbl MUBC (Hanbonee 3HaUMM MEpPEHECEHHBIN MH(APKT
MUOKapja), NOpaX€HUue cepAua MNpU apTepUaIbHON TUNEPTOHWUHU, MEPBUYHBIE
3a0oneBanuss Muokapaa u Ap. OcoOoe AOMONHUTENBHOE 3HAYEHHE HMMEIOT
CHIDKEHUE (paKIUK BbIOpOCA JIEBOTO JKEIYJOYKa M CHMIITOMBI XPOHHUYECKOH
CEepPJACYHOM  HENOCTATOYHOCTH. Y  ATUX  OOJBHBIX €  JKEIYJOYKOBOM
HKCTPACUCTOJIMEN Pa3IMYHBIX Ipajaluil (MOTEHUHAIBHBIM ITYCKOBBIM (aKTOpOM
xenynoukoBeix KT u @XK) eme ve 610 mapokcuzmoB KT, snuzonos TXK wnm
@)X, HO BEpOATHOCTP WX BO3HMKHOBEHHUS IOBOJIBHO BbICOKa, a puck BCC
XapakTepU3yeTcss  KaKk  CyLIEeCTBEHHBIM.  boibHBIE € MOTEHIHAIBHO
3JIOKAYECTBEHHBIMU  JKETYJOYKOBBIMU  apUTMUSIMU  TpeOylOT  JIeUeHUs,
HAIIPaBJIICHHOTO HAa CHW)XEHUE JIETAIBHOCTH, JICUCHMS M0 NMPUHLIUINY NEPBUYHOU
npodunaktuku BCC.

e VYcroituusie mnapokcudMbl KT, a Takke mnepexurbie, Onaromaps
ycrnemHod peanumaruu, smu30ael TK wan @XK (T.e. BHe3amHas apuTMHYECKast
CMEpTh) Y JIUIl C OPraHMYECKUM 3a0oJjieBaHUEM cepiia (OpPMHUPYIOT KaTETOPHIO
3JI0KAYeCTBEHHBIX :KeJYA0YKOBbIX apuTMuii. OHM TPOSIBISIOTCA HauOoliee
TSDKEJIOH CHMIITOMAaTHKOM B BHAC CEpANCOMEHUS, OOMOPOKOB, KIMHHUYCCKON
KapTHUHBI OCTaHOBKHM KpoBooOpaiueHus. [IporHo3 ku3Hu 3THX OOJBHBIX KpaiiHe

HC6JIaI‘OHpI/I$IT€H, a HUX JICUCHHUC OOJDKHO CTaBUTh CBOMMHU ILCIAIMH HE TOJIBKO
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YCTPAaHEHHE TSDKENIBIX AapUTMHK, HO M MNPOMJIEHHE JKU3HU (BTOpHUYHAsA
npodminakruka BCC).

Crpatucdukanus pucka BCC u coBpeMeHHbIE IPUHIUIIBI €€ MPOPUITAKTUKH,
C UCTOJB30BAHUEM CPEJCTB MPOTHBOAPUTMHUYECKOTO JICUCHHS (JICKAPCTBEHHOTO U
HEMEJMKAMEHTO3HOT0), B HAWOOJbIIEH CTENeHU pa3paboTaHbl ISl MAlMEHTOB,
nepexxuBmNX UHGApPKT Muokapaa. OIHAKO B CBOEH OCHOBE OHU CHPABEIJIUBHI U
JUis OONMBHBIX C ApYyrdMU (OpMaMu CEepJCYHON MAaTOJIOTUH, NPUBOMASIIIEH K
MOBPEXKICHNUIO MUOKAp/a, CHUKEHHIO TTOKA3aTENEe €ro COKPaTUMOCTH, PA3BUTHIO
KIIMHUYECKUX MTPOSIBIIEHUN XPOHUYECKON CEPAECYHON HEAOCTATOYHOCTH.

[Ipu m00ObIX  (QopmMax MPOSBICHUS  KEIYJAOYKOBOW  HIKTONUYECKOMN
AKTUBHOCTH JUC(PYHKIMS JIEBOTO JKEIYJOUYKa SIBJISETCS BaKHEUIIUM (PaKTOpOM
BO3pacTaHusl pUCcKa BHe3amHoW cMepTu. Kaxnoe cHM)KEHHE BEIMYMHBI (Ppakuuu
BBIOpOCa JIeBOro skenmymouka Ha 5% B nuamasone 3HaueHuit ot 40% mo 20%
CONPSHKEHO C BO3pacTaHneM oTHocuTenbHOro pucka BCC Ha 19%.

B-OnokaTopel BXOIAT B CTAaHAAPTHl JIEYEHUS OOJIbHBIX, MEPEKHUBIIMX
uHpapKT MHOKapJa U OOJIbHBIX C XPOHMYECKOH CEepJeYHON HEeIO0CTaTOYHOCTHIO,
KaK IIpenaparhl, YBEJIWYMBAIOIINE IMPOJOKUTEIBHOCTD XU3HU J3TUX KaTEropui
IanueHToB. J[0Ka3aHO, YTO KIIIOYEBYIO POJb B JOCTHKEHUU JTHUX DPE3YJIbTATOB
UTPAET CYIIECTBEHHOE U JJOCTOBEpHOE CHIKEeHUE yacToThl cinydaeB BCC. Ilo atoi
npuurHe [3-0JI0KaTopbl JOJDKHBI TMPUMEHATHCS B JICUEHWU BCEX KaTeropui
OOJIBbHBIX, UMEIOLUX MOBBIIIEHHBIA PUCK BHE3AITHOW CMEPTU U HYKAAIOIIUXCS B €€
NEPBUYHON UM BTOPUYHOUN MPOPUITIAKTHKE.

3 (QopMBbI KeTyIOYKOBBIX TAXUAPUTMHUI MOTYT PETUCTPUPOBATHCS MOCTE
NEPEHECEHHOr0 MH(papKTa MUOKapa U NpU Ipyrux (popmax mopaxxeHus cepaua:
HeycroitunBas KT, ycroiiumBas XXT u octaHoBka cepana Beneactsue TXK u/vunmm
DXK.

BosBIIMHCTBO 3MM3010B HEYCTOMYUBOM KeayaoukoBoil KT — BaxkHOro
Mapkepa JJIEKTPUYECKON HECTaOMJIBHOCTH MMOKapJa, PEruCTPUPYIOIIETOCs C
nomombio XM OKIT', mpoTtekaer 63 CHMIITOMOB WJIM MAJIOCUMIITOMHO. Y TaKHX

60J'II>HI>IX, IIpy HAJIMIHUH ,III/IC(i)YHKIII/II/I JICBOT'O KCEJIYAO0UYKa JICTAIbHOCTh B TCUCHHC
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2 net cocrtapisieT 30%, u 50% cinydyaeB cMepTH UMEIOT apUTMUUYECKYIO TIPUPOY.
s yrouneHus: MHANBUAYyanbHOM cTteneHu pucka BCC TakuM G0JIbHBIM MOKa3aHO
npoBeneHne BHyTpucepaeunoro DPU. OtnocutensHbiil puck BCC Bo3pactaeT Ha
63%, ecnu npu npoBeaeHun ODU  nmocTuraercs MHAYKIUS YCTOMYMBOTO
napokcuzMa KT unu OXK. Ha cerogHsimHuii A€Hb OTCYTCTBYIOT JAHHBIE O TOM,
4YTO NoJAaBJieHue 3nu3040B HeycTonuuBon JKT, Takke kak v XKD skcTpacucTonny,
C TMOMONIIbIO AHTHAPUTMHYECKUX  CPEACTB, CIOCOOCTBYET  YBEIMYECHHIO
MPOJOJKUTEIBHOCTH  KW3HU.  Mcmonmp3oBaHWe K€ B 3THX  LEJSX
aHTHapuTMHUeckux mnpemnapatoB |, ocobenno |C kiacca, mocine HH(papkTa
MUOKapAa ¥ MpU UHBIX (POpMax MOPAKEHHSI MBIIILBI CEPALA, MPUBOIAIIMX K
CHIDKEHUIO (pakiuu BbpIOpOCa JIEBOTO JKEIyJouKa WJIA Tuneprpopuu ero
muokapaa [1,5 cm u 6onee nmoganubiM DXO KI'] mpoTuBOMOKa3aHO B CBSI3H C
BBICOKHM PUCKOM OIACHBIX JKEIYJOUKOBBIX apUTMOI'€HHBIX 3(h(HEKTOB.
Bo3nukHOBeHne ycroitunBoro mnapokcusma JKT wmiam ocTaHOBKM cepana
BcaeactBue ®XK BHe ocTpoit (a3pl MH(papKTa MHOKApJa WIM y MHAlMEHTOB C
XPOHUYECKOM TATOJOTUEM MHOKapAa WHOW NIPUPOABI, CBUIETEIBCTBYET O
(GbOpMHpPOBaHUM XPOHUYECKOTO APUTMOIEHHOTO CyOCTpaTa, 4YTO COMNpPSIKEHO C
BBICOKUM pUCKOM (710 80% B TeUeHUE rojia) peruanBa STUX YrPOPKaIOIUX KU3HU
xemynoukoBeix aputMuid. Puck BCC Hanbosee BbICOK y OOJIBHBIX CO CHHXKEHHOU

COKpaTUTENbHOU (PYHKIIMENH MUOKapAa JIEBOTO KeTy104Ka.
2.3.4. IIpoghunaxmuka enezannoii cepoeunoii cmepmu

bosibHBIE, mEepexuBIIME YCHCIIHYID peaHumanuio 1o mnoBoxy DX
JKEIyJOYKOB, a TaKXe MalUeHThl ¢ yCcTOMYMBBIMU Tnapokcusmamu KT,
MNPOTEKAIOIIMMUA C HAPYUIEHUSMU TEeMOJWHAMUKHA (MIPU YCIOBHHM, 4YTO OTHU
HapylIeHUs] pUuTMa cepilla MPOSBUINChL BHE OCTpoil (pa3bl MH(papKTa MUOKap/a
WIA BO3HUKIM Ha (OHE OPYyrod TSHKEIOW XPOHMYECKOW MATOJOTMH Cep/aia)
HYXJAIOTCA B TPUMEHEHUU aBTOMATHYECKUX MMIUIAHTUPYEMBIX KapAuOBEPTEPOB-

nepudbpumnsaropo (MKJl), xak cpeactB BtopuuHod mnpodunaktuku BCC,
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00eCIeUnBaOIINX Yy OTUX KaTeropwil OOJIBHBIX JTOCTOBEPHOE CHIDKCHHE
JIETAIBHOCTH, 33 CUET CHI>KEHHS 4acToThl ciydaeB BCC.
Takum obpazom, c yenvio émopuunou npogpunakmuxku BCC npumenenue
HUK/] nokaszano:
® OOJIbHBIM, MEPEKUBIIUM OCTAHOBKY KpOBOOOpallieHus, BbizBaHHy0 DK
wenynoukoB win KT, mocie MCKIIOYEHUs JPYTruX NPUYUMH WU O0OpaTUMBIX
(bakTopoB;
® QOJIBHBIM C OpPraHUYECKUM TOPAXKEHUEM CepAla M YCTOWUYUBBIMHU
napokcuzMamu JKT, HE3aBUCUMO OT TSAXKECTHU UX TEMOAMHAMUYECKUX MPOSBICHUN;
® OOJBHBIM C OOMOpPOKaMH HESICHOTO TPOUCXOXKACHUS, €CIU IpHU
npoBeneHnn DPU pgocturaercs uaaykuuss OXK wmm KT ¢ ocTtpeiMu, TSKeEIbIMU
HapyUICHUSIMA T€MOJIUHAMUKH.
Hasznauenue >TuM 0OJIBHBIM aMUOJapOHa B KOMOWHAIUU ¢ [-OmokaropaMu
WIM COTajoJla KU3HEHHO HEO0O0XOAMMO, KOorja IpuUMeHeHue [3-O0JI0KaTopoB HE
OKAa3bIBACT BIIMSIHUS HA T€UCHHUE peuuauBUpYyrOmux napokcu3sMoB KT wmm XK
nocisie BeinmosiHeHHOW umiiantaiuu UK/, [lpumenenue cortamona B 3TUX LEISIX
MeHee (P (HEKTHBHO, YEM aMHOJIapOHa.
Ha3nauenvne ammonapoHa Take MOKa3aHO MpU HAIUYUU Mapokcu3sMoB KT
y OOJBHBIX C MpPU3HAKAMH JUCPYHKIMU JIEBOTO IKEIYJI0YKa, €CIM OHU
oTkazpiBaroTcs OT wmmiviantanuu WMKJ[ wmnm sta omepaius HE MOXET OBITh
BBITIOJTHEHA MO KAaKUM-JIMOO JPYyruM MpudruHaM. B pelieHun BonpocoB BTOPUYHON
npoduIaKTUKa BHE3aMHOW CMepTH Yy OOJBHBIX CO  3JI0Kaue€CTBEHHBIMU
KEITYTOYKOBBIMH APUTMHUSMH, AMHOJIAPOH U €r0 KOMOMHUPOBAHHOE MPUMEHEHHE C
B-OnmokatopamMu SIBJISIFOTCS €AMHCTBEHHOW JiekapcTBeHHOM anbrepHaTuBor MKJI,
CIIOCOOHOW HE TONBKO mpeaynpexaarh peuuauBsl KT, HO W yBenMUHMBATH
MPOJIOTIKUTETLHOCTD KU3HU ITUX MAIMEHTOB.
Ilpumenenue UK/l ¢ uyensax nepeuunoii npogurakmuxku BCC B psne
ClIy4aeB IMOKa3aHO W MarnueHTaMm 0e3 croHTaHHbIX mapokcu3MoB KT wmm OX.

Takoro crioco0a jgedeHus TpedyIOT ClIeyIOUUe KaTeropun OOJIbHBIX:
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e OombHBIE ¢ (pakmueit BeIOpoca seBoro skemymouka (DPBJDK) <35%
nocie wHbpapkTa MHOKapjaa (He MeHee dem depe3 40 mHeEH), Mpu HATUINH
HenocTtaTouHocTH KpoBooOparenus |-l ¢ynkumonansaoro kmacca (®K), mo
knaccuduxanmu NYHA, umn ¢ ®BJDK <30%, B Te ke cpoku mocie uHdpapKTa
MUOKap/ia, MpU HAIMIUH HeJocTaTouHocT KpoBoooOparienus | @K mo NYHA;

e GompHBIe ¢ DBJIK <35% Ha ¢doHe nuiaTaliMOHHOW KapJAHMOMHOIIATHH,
pu Haau4Iuu HepocTaTouHocTu kpoBooOparieHus |-l @K mo NYHA,;

e OompHble ¢ DBJDK <40% mnocnme wH(papkTa MHOKapaa, C SMH30IaMH
HeycroiunBol KT, ecnu npu npoBeaenun IPU nocruraercs naaykiuss OX wim
ycrorunBoi KT.

VY 00nbpHBIX, HY)KaIKXcs B nepBuyHOM npodunaktuke BCC, ee puck, kak
W TpUd BTOPUYHOU MNPOPUIAKTUKE, MOXKET OBbITh CYIIECTBEHHO CHHUXEH
Ha3HAuYC€HUEM [-agpeHOoO0I0KaTOpOB, a Takke amuojapoHa. bonee s¢ddexkTuBHO
KOMOMHUPOBAaHHOE MPUMEHEHHE aMUOIapoHa U [3-aIpeH00I0KaTOPOB.

Oo6s3arenbHbIM yenoBueM npuMenenus K] ¢ nenbto, kKak nepBUYHOM, Tak
u BropuuHoi npodunaktuku BCC, ycnoBuem, mopbimaromuM 3¢G(OEKTUBHOCTh
TakoW MNPOPUIAKTUKH, SIBISETCS ONTHUMalbHAs MEIUKAMEHTO3HAs Tepanus,
criocoOHasi 00eCHeYuTh YCTOMYMBOE KIMHUYECKOE COCTOSHHE OOJBHBIX. OTa
Tepamnusi J0JKHA MPOBOAUTHCS B COOTBETCTBUHM C TPEOOBAHUSAMH IO JICUCHUIO
CEPJIEYHOCOCYANCTHIX 3a00JICBaHUM, TPEICTABICHHBIMU B COOTBETCTBYIOIIUX

PEKOMEHIAIUSX.

2.4. lucniancepHoe Ha0/ I0IeHHe 32 00JbHBIMHU € JKeJTYA0YKOBbIMHU
HAPYUIEHUSIMH PUTMA Cepana

B cnennanu3upoBaHHOM HaOJMIOAEHMM Bpaya-KapIuoJIora HYKIAKOTCS BCE
OONbHBIE C KEIYJAOYKOBBIMU HapyHUIeHUsIMH puTMa cepaua. VckimoueHue
COCTaBJISIIOT JIMIIB MAIlMEHThl C TeMU (POpMaMH KeITyT0UKOBBIX apUTMHI (yacTast
KD, dacuukynsapHas neBoxkenynoukoBas Ttaxukapausa, HIDKT), nmo mnoBoxmy
KOTOPBIX BBINIOJIHEHA YCIEIIHAsl paJuoYacTOTHAs KaTeTepHas abmauus, T.e.
JOCTUTHYTO DPAJMKAIbHOE HM3JIEUEHUE OT apUTMUHU, NPU YCIOBUU OTCYTCTBUS Y
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THX OOJIbHBIX MPU3HAKOB OPraHWYECKOro 3a00JEBaHUS CEPIEYHOCOCYIUCTON
CUCTEMBL.

bonbuble ¢ KO, He MMeromue NPU3HAKOB OPraHUYECKOTO 3a00JI€BaHUSA
CEPACYHOCOCYAUCTOM  CHCTEMBI M HE  HMEKIIHWE  NOKa3aHuh K
IPOTUBOAPUTMHUUECKOMY JICUEHHIO, TOJIKHBI HAOMIOJAThCs Y KapAHOJIOora B CBSI3U
C TEM, YTO UMEIOIIUECA y HUX HApyLICHUs PUTMa cepAla MOTCHIUAIbHO MOTYT
OBITH IEPBBIM MPOSIBJICHUEM TOW WM MHOW KapAHAJIbHON MaTOJIOTMU, KOTOpas Ha
OIIPE/IETICHHOM 3Talleé Pa3BUTUSI MOXKET ObITh CBOEBPEMEHHO BBISBJIICHA JIMIIb B
YCIIOBUSIX TAKOT'O HAOIIOJEHUS.

BonbHble ¢ 1I00BIMU (pOpMaMH TPOSBICHUS KETYJOUKOBOU IKTOMUYECKOM
aKTUBHOCTH, KOTOPBIM IIPOBOAUTCS JUTUTEIbHAS peryJsipHas
IIPOTUBOAPUTMHUYECKAsl  Tepamus, HYXIJATCI B CIHECHHAIA3UPOBAHHOM
HaOJII0JIEHUH Bpaya-KapIuoJiora, JJis OLEeHKH 3()()EKTUBHOCTU TaKOTO JICYEHHUs, a
Takke ero OezomacHoctu. [locnenHee BKiIOYAaeT B ceOsl OLEHKY HaIW4uus WIH
OTCYTCTBUSI APUTMOT€HHOTO JEHCTBUS AHTHAPUTMUYECKHX INPEnaparoB, HUX
KapJIualbHBIX U HECepAeUHbIX TOOO0YHBIX 3(PdekToB. [pyroit 3amaueit Takoro
HAOJIOZICHUS SIBJSIETCS OLIEHKA OOIIero KJIMHUYECKOTO COCTOSHUS TMalMEHTa,
XapakTepa KIMHUYECKUX IIPOSBICHUA OCHOBHOW CEpIACYHOM NATOJOTUH U
aZICKBAaTHOCTH €€ JICYECHUS.

[IpeacTaBieHHbIe BBIINIE KAaTErOpHUH OOJBHBIX JIOJDKHBI HAOMIOJAThCA Y
Bpada-Kapauoyora ¢ MEpUOJUYHOCTBIO OJHOIO pa3a B 6 MecsAleB MU, B Cily4yae
HEOOXOAMMOCTH, JOMOJHUTENbHO, MpPU JOOOM HM3MEHEHUH KIMHUYECKOTrO
COCTOSIHUSA, TPEOYIOIEM U3MEHEHUS JICUCHHUS.

Bce GonbHBIC, KOTOPBIM TIPOBOSATCS Mephl poduinaktuku BCC, BTopuuHO#
Win TepBu4YHOM, ¢ mnpumeHeHneM WKJl wu/wumm cpeAcTB aHTHAPUTMHUYECKOW
TEepanud JODKHBI — HAONIONAThCs B YCJIOBUAX  MEIWUIMHCKUX  LIEHTPOB,
CHEHHUAIM3UPYIOLIUXCSA HA JUArHOCTUKE M JICYCHUU HAPYILIEHHW pUTMa ceplaua u
MMEIOLIUX OTIBIT BEJICHUS MaleHTOB C MMIUTAaHTUPOBAHHBIMHU
aHTHAPUTMHUUECKUMH ycTpoiicTBamu. [leproanaHocTs HaOMI0AEHNS STUX OOJIBHBIX

B CIICHIMAJIM3NPOBAHHBIX HEHTPAX — OJAMWH pPa3 B 6 MCECALICB U, B cily4dac
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H€O6XOI[I/IMOCTI/I, AOIIOJIHUTCIIbHO, IIPpHU JI000M M3MEHEHHUH KIMHHYECKOIO
COCTOAHUNA, Tpe6YIOIlICM HU3MCHCHHUA MCIUMKAMCHTO3HOI'O JICUCHUA n/unn

napameTpoB padotsl UK.

2.5. Bpo:kaéHHbIe JKeTy104KOBble HAPYIIEHUS] PUTMA cepala

B nacrosiiee Bpemsi BBIACISIOT JBE OCHOBHBIE MPUYUHBI BPOXKIEHHBIX
YKETYJJOUKOBBIX HApYIICHUH pUTMa cepilla — TaK Ha3bIBAEMYIO «IIEPBHUYHYIO
SIIEKTPHUECKYI0 Oosie3Hb cepama» («primary electric heart disease»), koropyro
OOHapy>KMBalOT y JIMI, HE HMEIOUIMX IPU3HAKOB OPraHUYECKOM MaTOJIOTHH
CEpACYHO-COCY/IUCTOM CUCTEMBI, M BpPOXKIEHHBIE CTPYKTYpHbIE 3a00J€BaHUS
cepaua.

OCHOBHOM NPUYMHON TE€HETHYECKU JIETEPMUHUPOBAHHBIX IKEITYIOYKOBBIX
apUTMHN TIpU  «IIEPBUYHOM  DJIEKTpUUYECKOW OO0JIe3HH cepiiay  sBIsSeTCS
TUC(YHKIMS HMOHHBIX KAaHAJIOB W HACOCOB, WUIPAIOIIMX BAXKHEHUIIYIO pPOJb B
mpolieccax Jenoispu3aiud U penoysgpusanuu. Hapymenve ¢GyHKIUA HOHHBIX
KaHAJIOB MOXET ObITh OOYCJIOBJIEHO MyTalWedl B TeHax OCHOBHBIX
MOPOOOPa3yIOIINUX 0-CYOhEUHUL], T00ABOYHBIX CYOBEIMHUI], OCYIIECTBISIONINX
perymanuo uX  (QyHKOHH, OCJIKOB-TIEPEHOCYHUKOB, HEOOXOAUMBIX IS
TPAaHCHOPTUPOBKU MOJIEKYJI, a TAKKE€ BCIIOMOTaTEIbHBIX OEIKOB, OMOCPEAYIOIINX
«BCTpaWBaHUE» MOJIEKYJ B OHOJIOTMYECKHE MeMOpaHbl W B3aUMOJICHCTBUE C
KJIETOYHBIMU CTPYKTYypaMHU.

B aHMos3blyHON JMTEpaType JaHHBIE COCTOSIHMS O003HAYarOT TaKkxke
TepMUHOM «KaHayomatuuy («channelopathies»). K HuM OTHOCAT CHHIPOM
yanuHeHHoro wuHTepBana QT, cunapom bpyraga, CHHIPOM YKOPOUEHHOTO
untepBata QT W KaTeXOJaMUH-3aBUCUMYIO MOJUMOPPHYIO KETYTOYKOBYIO
taxukapauto. OOMHMMH KIWHUYECKUMH TPOSBICHUSMU JAHHBIX 3a00JeBaHUN
ABJIAIOTCS ~ NPUCTYIBI  MOTEPU  CO3HAHUS, OOYCIOBJIEHHBbIE  PELUANBAMU
xemynoukoBoi Taxukapauu (OKT), game momumopdHON, MPEUMYIIIECTBEHHO THTIA

«mmapyst™» (Torsade de Pointes [TdP]), ciyuan BHE3almHOH CepICYHON CMEpTH
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(BCC) mpum otrcyrcTBUM TPHU3HAKOB CTPYKTYpHOTO 3a00JjeBaHUS cepaua |
HACJIEJCTBEHHBIN XapaKTep 3a00IeBaHMUs.

CymecTByeT ULenblii psAl HACAEACTBEHHBIX CTPYKTYpPHBIX 3a00JeBaHUIA
cepllia, MPOSIBISAIOIIUXCS TSKEIBIMU JKEITYyJIOYKOBBIMU TaXHUAPUTMUSIMH U
ciyqasmMu BCC, Hamuume KOTOPBIX MOKET OBITh BEIYIIUM KIMHUYECKUM
CUMIITOMOM 3a00JI€BaHMs, ONPENEISIONIMM MPOTHO3 KU3HU naruenta. Haubonee
pacupoCTpaHEHHBIMU W3 HHX SBISIOTCS TUOEpPTpodUYecKas W JWJIaTallOHHAs
KapJAMOMHUOIATHH, @ TAaK)K€ apUTMOTEHHas JUCIUIA3HUs—KapJUOMHUONATHs IIPABOrO

xenynouka (AJIDK), kotopas TpeOyeT OTAEIBHOTO PACCMOTPEHUS.
2.5.1. Hacneocmeennolii (8p0icOEHHBLIL) CUHOPOM YOIUHEeHHO020 unmepeana QT.

2.5.1.1. BBenenue

HacnencrBennsii cunapom ymnuaéHHoro wunHtepBana QT (CYHUQT, B
aHrnos3baHoM ureparype — Long QT syndrome — LQTS unu LQT) sBisiercs
HapOoliee dYacThIM W HaumOoJiee M3YYCHHBIM W3 JIaHHBIX 3a00JIeBaHUH,
nposBisironmMesa yanmrnHenueM uHtepBaia QT wa OKI' [mpu orcyTcTBUM Ipyrux
BBI3BIBAIONIMX ITO U3MEHEHHE MPUYHUH]|, PEIUANBUPYIOMIUMHI CUHKOTAIBHBIMUA U
NPECUHKOMAIBHBIMUA COCTOSIHUSIMH ~ BCJiecTBUe Tmapokcu3moB TdP, a Taxke

ciyyasmu BCC.

2.5.1.1.1. Snuoemuonozusn

PacnpoctpaneHHoOCTh 3a00j1€BaHUs B IOMYJIAMU cocTaisier okojo 1:2000
HOBOPOXAEHHBIX. CleayeT OTMETUTh, YTO ITH JJAHHBIC YUUTHIBAIOT TOJIBKO CIydan
«SIBHOTO» YBEITUYCHHUS TPOJOJDKUTEIbHOCTH MHTepBajga QT, BBIABICHHOTO INpH
peructpammu OKI'. Y HEKOTOpBIX OOJIBHBIX CHMIITOMBI 3a00JICBaHHS MOTYT
MOJIHOCTBIO OTCYTCTBOBaTh B TEUEHUE BCEU JKM3HU M TPOSBIATHCS JIUIIb TPU
BO3HMKHOBEHUHW JIOMIOJIHUTEIBHBIX (DaKTOPOB, CIIOCOOCTBYIOMINX  YTHHCHHIO
unaTepBaia QT, HanmpuMmep TUMOKAJIEMUM, WJIA MPU HA3HAYCHUH JICKAPCTBEHHBIX
MpenapaToB, CIOCOOHBIX YBEJIMYMBATHh JIMTENBHOCTh uUHTepBaia QT (cm.

taba. 11). Kpome toro, ymnmuHenue uHTepBaia QT MOXKeT HOCUTHh MPEXOIAIIUN
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XapakKTep, CIACAOBATCIIbHO, NCTUHHAA paCHpOCTpaHéHHOCTL JaHHOTI'O 3a001€BaHU

B MOMYJISIIUU, T0-BUIUMOMY, €I¢ OOJIbIIIE.

2.5.1.1.2. Smuonozus

Ocnouo#t npuunHoit CYUQT sBnsiercs OUCHYHKIMS MOHHBIX KaHAJIOB U
HACOCOB, NMPUBOJAIIAS K YBEIMUYEHUIO MPOJOLKUTEIBHOCTU (a3 penoisipu3aluu
KapauoMuouuToB. HapymieHne (yHKIMHM HOHHBIX KaHAJIOB MOXET ObITh
00yCJIOBJIEHO MyTalMel B T€HaX OCHOBHBIX MOPOOOpa3ymoIuX 0-CyObeInHUIL,
N00aBOYHBIX CYyOBEAMHHUL, OCYIIECTBISIONINX PEryISIUI0 UX (QYHKIUH, OEIKOB-
NEPEHOCUYMKOB, HEOOXOAMMBIX JUIsl TPAHCIOPTHUPOBKH MOJIEKYJ, a TaKke
BCIIOMOT'AaTEJIbHBIX ~ OEJIKOB, ONOCPEAYIOIIMX «BCTPAUBAHUE» MOJIEKYJT B

OMOJIOTUYECKHE MCM6paHI>I u B33PIMOI[€ﬁCTBHC C KIICTOYHBIMHU CTPYKTYpPaMHU.

2.5.1.2. Knaccupukauus 1 KJIMHUYECKHE MPOSIBJIEHUS

B Ta6n. 12 npencrasnena renernueckas kinaccudukanus CYUQT: ykazans
reHbl, MYyTAallMd B KOTOPHIX OOHAPYKMUBAIOT TPH COOTBETCTBYIONIUX THITAX
3a00eBaHus, KOJMPYEMbIE TaHHBIMUA T'eHaMH OCITKM U M3MEHEHUS MOHHBIX TOKOB,
NpUBOASIINE K yaIMHEeHUIo (a3 penonspusanuu. Cieayer OTMETHTh, YTO TIPHU
MPOBEJCHUNU  MOJICKYJIPHO-T€HETUYeCKOoro ckpuHuHra OonbHbix CYUQT
npuMepHo B 25% ciydyaeB TeHETHYECKHE HapyIICHUS HE OOHAPYKUBAIOT, UTO
MO3BOJISIET OKUJATh B JAJbHEHIIIEM BBISIBICHUE HOBBIX T€HETUUECKHX MYyTaIluH,
MIPUBOJISIIIIAX K BOSHUKHOBEHUIO 3a00JICBaHMUS.

Tabnuya 12. MonexynapHo-eeHemuueckue Munvl HACIEOCMBEHHO20 CUHOPOMA YOIUHEHHO20
unmepeana QT

®enorun Tun Tun MyTaHTHBII KoxubveMblii G0k HN3meHneHnue
CYUQT HaCJIeI0BaAHUS reH onupye eo HOHHBIX TOKOB
LOT- a-CyObeTMHHIIA
AP KCNQ1 KaJINEBOTO KaHalia Camxenue lgs
Cungpom JLN1
JxepBenia Kvr.1
p MinK— p-
u Jlare- LQT- cyObeuHuIIa
Hunbcena AP KCNE1 YOBC/HHHIL CHmxkenue lgs
JLN2 KaJIMEBOTO KaHaja
Kv7.1
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o-CyObeTMHUIIA
LQT1 All KCNQ1 kanueBoro kanaina | CHikenue lgs
Kv7.1

o-CyOBeMHUIIA
LQT2 AJl KCNH2 KaJIMEBOI'O KaHaa Cauxenue lk,
Kv1l.1

a-CyObeTMHUIIA
LQT3 AJl SCN5A HAaTPUEBOTO KaHayla | YcuieHue Iy,
Cunnpom Navl.5

Pomano— CHuxeHue
Yopaa LQT4 Al ANK2 AnkupuH B Inak 1 I

MinK— -
cyOBeuHuIa
KaJIMEBOI'0 KaHaja
Kv7.1

LQTS AJl KCNE1 Camwxkenue lgs

MIRP1 — B-
cyObenuHuIa
KaJIMEBOI'0 KaHaja
Kv7.1

LQT6 AJl KCNE2 Camxenue g,

Cunapom o-CyObeIMHUIIA
AHnepceHa LQT7 AJl KCNJ2 KaJINEBOr'0 KaHaaa Cumxenue Ik
—TaBuima Kir2.1

o-CyObeIMHUIIA
LQT8 AP CACNA1c | xanbuueBoro kanana | Ycuienue lca |
L-tuna Cav1.2

Cunapom
Tumotu

Ilpumeuanue: JLN — cunnpom Ixeppenna u Jlanre—Hunbscena, LQT, CYUQT — cunapom
yunuHéHHoro wuHTepBana QT; AJl — ayrocoMHo-nomuHaHTHbIM; AP — ayrocomHO-
pEeLeCCUBHBIN

Onucanbl  cnenyromue ¢genHorunuueckue Gopmer CYUQT: cunapom
Pomano—Yopma (Romano-Ward), cunapom JIxepsemia wu Jlanre—Husbcena
(Jervell and Lange-Nielsen), cuanpom Anpepcena—Tasuia (Andresen—Tawil) u
curapom Tumotu (Timothy).

Haubonee pacnpoctpanénnas ¢opma 3a0ojieBaHHsI C  ayTOCOMHO-
JOMHMHAHTHBIM THIIOM HaclIeqOBaHMs — cuHApoM Pomano—Yopma (Romano—
Ward), xapakTepHbIMH KIWHHYECKHMMH IPOSBICHUAMH KOTOPOIO SIBIISIOTCS
YBEIIMYEHHUE  MPOAOJKUTENbHOCTH  uHTepBasia  QT,  penmauBupyloiue
CUHKONAJIbHBIE COCTOSIHMSA, 4Yallleé BCEro OOYCJIOBJICEHHbIE MOJIUMOP(HHON
xenynoukoBoid Taxukapaue (OKT) Tuna nmupysT, M HacleACTBEHHBIM XapakTep
3aboneBanus. bonee 90% crnyuaeB cunmpoma Pomano—Yopaa mpenctaBieHbI

CYUQT 1-ro (CYUQT1), 2-ro (CYNQT2) u 3-ro (CYHUQT3) THUIIOB, UMEIOIIHX
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0COOEHHOCTH

KIIMHNYCCKHUX u

(tabm. 13, puc. 31).

AIIEKTPOKAPIUOTpapuIeCKIX

IIPOSIBJICHUN

Tabauya 13. Kiunuueckas xapaxmepucmuxa OCHOBHBIX MUNO8 HACIEOCMBEHHO20 CUHOPOMA
yonunénnozo unmepsana QT.

XapakTepucTuka

CYHQTI

CYHNQT2

CYHQT3

MyTaHTHBII reH

KCNQ1

KCNH2

SCN5A

N3menenue
HOHHOI'O TOKA

Cuumxenne lgs

Cuumxkenue lg,

VYcunenune Ina

OcobennocT
penosapu3aIuu
Ha CHHYCOBOM

[Mupokas,
CHMMETPHUYHAs BOJIHA
T

Huskas ammiutyna
BOJHEI T,
nByxdaszHast BoHa T

V mIIMHEHHBIA
W302JICKTPUICCKUN
cermenT ST

pUTME
Peskuii rpoMkuit
3B
dusnyeckas i .
dakTtopsl, OMOIMOHATBHBIN
Harpyska, bpanukapnus (B mokoe,
MIPOBOIUPYIOIIHE . cTpecc (ucmyr),
OMOIMOHATBHBIN BO CHE)
uHayknuo TdP pEe3KOoe Havajo
cTpecc .
(bu3IecKoi
Harpy3Ku
YkopoueHue
Hunaamuka QTc P 3HauUTENbHOE
VY anmuHenne (HopmasbHas
Ha Harpy3Ke YKOPOUYCHHUE
JTUHAMHUKA)
D¢ dexTuBHOCTD
Tepanuu [3- YmepeHHas (0KOJI0
P P Beicokas (6omee 80%) P ( Huzkas (He uzBecTHa)
aznpeHoOoKaropa 50%)
MU

Hunaamuka QTc
pu npuéme AAII

| k1acca

Her

Her

YkopoueHne

Ipumeuanue: CYUQT — cunnpom yamunénnoro untepsana QT; TdP — Torsade de
Pointes; AAIT —aHTHapUTMHUYECKHI TIpenapaT

CYUQT1 — naubonee pacpoCTpaHEHHBIN TUIT CUHpOMa, 00YCIOBICHHBIN

mytaeir B rene KCNQIL, xomupyromeM o-CyObeAMHUIYy KaJME€BOrO KaHaua,

TEHEPUPYIOMIETO TOK lks, KOTOPBIN SIBISIETCS OCHOBHBIM TOKOM PEHOJIApU3ALUU

IIPU BBICOKOM YacTOTE cepaedyHoro putMma. CHMKeHHe CWibl Ixs MPUBOOUT K

HEJI0OCATOYHOMY yKopodeHuto wuHTepBasia QT mnpm HapacTaHWU YaCTOTHI

cepaeunbix cokpamienui. [lo 3tum npuumnam 6onpHBIM CYUQT1 xapakrepHo

Bo3HukHOBeHue TdP Ha ¢oHe pu3ndeckoi Harpy3ku (puc. 32) ¥ SMOIMOHAILHOTO
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ctpecca. Ocobernnocteio DKI' mpu CYUQTI1 saBnsieTcss yaIvHEHHAs] W TaaKas

BoiHa T (cM. puc. 31A).

Ll

Puc. 31. Usmenenuss OKI' npu pasnuunvix munax HAcie0CmMEeHHO20 CUHOPOMA YOIUHEHHO20
unmepeana QT: (A) — mmpokas riankas BonHa T npu CYUQTI; (b) — nByxdasznas T-BosHa
npu CYUQT2; (B) — HuU3KOAMIUIMTYAHAasT M YKOpPOUYEHHas [-BOJIHA C YAJIMHEHHBIM,
ropu3oHTanbHbIM ST-cermentom npu CYNUQT3.

bﬂ M u !

-

Puc. 32. Pazeumue napokcusma noaumopduou sxcenyooukogot maxukapouu muna Torsade de
Pointes na ¢hone ¢pusuueckoti naepysxu y 6oavrot cunopomom Pomano—Yopoa (¢ppacmenm
Henpepvl8HOU 3anucu cymouyno2o monumopuposanusi IKI' no Xonmepy).
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[Mpuunnoit CYUQT?2 sBnsiercst mytauusa B rene KCNH2, koaupyromem o-
cyobenuuuity kaiaueBoro kanaita Kv11.1, renepupytomiero tok lg,. lpu CYNUQT2
napokcu3mbl TAP MOryT BO3HHMKAaTh Kak BO BpeMs Harpy3kd, Tak U B IIOKOE.
XapakTepHbIM MPOBOLUPYIONINM (HaKTOPOM SIBISIETCA PE3KUil rpoMKkuid 3ByK. Ha
OKT 6onbnabix CYNQT2 peructpupyroT HENpOTSKEHHYIO, 1ByX(ha3Hyto BoiHy T
(cm. puc. 31B).

CYUQT3 sBusercs MeHee pacnpocTpaHEHHOW ¢opMoi 3aboeBaHus,
oOycioBiaeHHoi wMyrtanueii B rTeHe SCNSA, komupyromeM o-CyObeIuHUIlY
HATPUEBOTO KaHajla, YTO MPHUBOJUT K HAPYIICHHWIO HHAKTHBAIIMM HATPUEBBIX
KaHAJIOB, MPOIOJDKAIONIEMYCS BXOXKICHUIO HOHOB Na' B KIETKY M YBEIHYCHUIO
IPOJIOJDKUTENIBHOCTH — peroisipu3anu  kapauomuonutoB. TdP y  GOJBHBIX
CYUQT3 Bo3HuKatoT Ha (hoHE OpaauKapAuH, TPEUMYIIECTBEHHO BO BpEMs CHa.
dusnueckre Harpy3Ku, HalpOTHB, MEPEHOCATCS XOpOIIO M COMPOBOXKAAIOTCS
ykopoueHueM wuHTepBasia QT. XapakrtepHoit ocoOeHHOocThIO OKI' y maHHBIX
OONBHBIX SIBISIETCS yAJIUHEHHBIH cerMeHT ST ¢ OTCPOYeHHBIM HaydajioM
HEIPOIOJDKATETFHON HU3KOAMILTUTY THOM BOsTHBI T (cM. puc. 31B).

CymiecTBEHHO  peXe  BCTpedaeTrcs ayTOCOMHO-pelieccuBHas  (Gopma
3aboneBanusi (cunapom JIxepsemna wu  Jlanre—Hunbecena), mmsa kotopoi
XapaKTepHbl BPOXKIAEHHAsT HEUPOCEHCOpHAsh TYroyxocTh, Ooyiee BbIpaXKEHHOE
yBENIMYEHUE IMTENbHOCTH WHTepBasa QT u Oosblnas yacToTa OMACHBIX IS
KU3HU JKEITyJTOYKOBBIX apUTMUNA. 3a00jieBaHNE O0YCIOBIEHO MyTallUsIMU B FeHaX
KCNQ1 mmu KCNE2, xoaupyrommx OCHOBHYIO U JI00aBOUYHYIO CYOBEAMHUIIBI
MOTEHIIMAT-3aBUCUMBIX KalUeBhIX KaHaoB Kv7.1, mpUBOASIIMMHU K CHIDKEHHUIO
CHJIBI TOKA lks.

Cunapom Anpaepcena—TaBuna — penkas popma 3a00sieBaHuUsI, PU KOTOPOI
ynnuHenne uHTepBaia QT  compoBoknmaercss mosiBieHueM  BodaHbl U,
HapOKCHU3MaMK KakK MOJMMOP(GHON KeTyJA04uKoBoW Taxukapauu tuna 1dP, Tak u
JIBYHAIIPaBJICHHOU KEIyJOYKOBOW Taxukapauu. B 60% cnyudaeB 3abosneBaHue
oOycnoBneno mytanueii B rene KCNJ2, koaupyromeM o-CyObeIUHUIYy KaTueBbIX

KaHaJIOB aHOMAaJIbHOTO BXojsiiero BeimpsamiaeHus Kir2.1, renepupyronumx 1ok kg,
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cuiia kotoporo cHmxkaercs. B 40% ciydaeB reHeTndeckuil JeeKT B HACTOSAIIEE
BpeMsi OOHAPYKHUTh HE yAAETCs. XapaKTEpHbIE 3KCTPAKapAHUaJIbHbIE MPOSBICHUS
3a00JIeBaHusl, TAKME KaK, aHOMAJIMU Pa3BUTHUSL KOCTHOM CUCTEMBI (HU3KOPOCIOCTD,
MUKPOTHATH, OOJBIIOE PACCTOSTHUE MEXY TJIa3HUIIAMHU, HU3KOE PACIHOIOKEHHE
VIIHBIX PAKOBHUH, CKOJHO3, KIMHOJAKTUIIWHWA), TUIOKAJIEMHUS U TEPUOINYECKUN
KaJIMHA-3aBUCUMBIN TIapajiny, NPHUCYTCTBYIOT HE Yy BceX O0JbHBIX. CUHAPOM
AHnnepcena—TaBuna — 3a0ojeBaHHE C€ AyTOCOMHO-JIOMHUHAHTHBIM  THIIOM
HACJIEIOBAHMS, OJHAKO CEMEWHBIA XapakTep 3a00JIeBaHUS MPOCICKUBACTCS
JTAJIeKO HE BCErJa, B CBSI3U C TPYAHOCTSMH JUArHOCTUKH, HECTEHU(PUUECKUMU
KJIIMHAYECKUMH TPOSIBICHUSMUA 3a00JIEBaHUS M HEMOJHOW IMEHETPAHTHOCTHIO
MyTaHTHBIX TeHOB. Jlo 50% cnydyaeB 3abojieBaHMs OOYCIIOBJICHBI MyTaiuei de
novo

Cunnpom Tumoru — kpaiine peakas dopma CYUQT, obycnoprieHHas
mytarnueit B rene CACNALC, koaupytomeM a-CyObeIMHUITY KaJbI[MEBbIX KaHAJIOB
CaV1.2. Ilpy maHHOM CHHIPOME OTMEUYAIOT HamOoJiee BBIPAKCHHOE YTHHCHHE
untepBaioB QT u QTc (mo 700 mc), compoBokiaroimieecs KpailHe BBICOKUM
puckoM BCC (cpenHssi mMpoaOKUTENBbHOCTh KU3HU cocTaBisier 2,5 roga). o
60% OOJBHBIX HMEET pa3IUYHbIE BPOXKIEHHBIE TOPOKH CepJla [OTKPBITHIN
apTepuaIbHBIA MPOTOK, TeTpaxy Damio, OTKPHITOE OBAIBHOE OKHO U JI€(PEKTHI
MEXOKEITYJOUYKOBOM TMEPEropoJIKK| U pa3ivuyHble HapyLWIEHUs MPOBOJIUMOCTH
(xapaktepHbl Tpexopsmias u nocrosHHas Gopmbl AB Onokaner II cremenu c
npoBeneHreM Ha xenygouku 2:1). Cpenu 3KCTpakapIUalbHBIX MPOSBICHUN
3a00JIeBaHUsl ONMMCAHbl KOTHUTHBHBIE HapyILIEHUs (3aJepiKKa MCHUXOMOTOPHOTO
pa3BUTHS, AyTU3M ), THIIOTIIMKEMHUS, HMMYHOJE(MHUIIUTHI, aHOMAJIUUA CTPOSHUS JTUTIA
(crimakeHHOCTh HOCOTYOHOM CKJIaJIKH, HU3KOE PACIOJIOKEHUE YIIHBIX PAKOBHH), a
TaKK€ YaCTUYHOE WJIM MOJHOE CPAICHHE MAJIbIIEB KUCTEH U CTON (CHUHIAKTUIINA).
Cungpom TumoTn Hacineayercs MO ayTOCOMHO-JAOMHHAHTHOMY THILY, OJHAaKO
MOJIABJISIONIEE OOJIBIIIMHCTBO ClIydaeB 3a00JieBaHUsA OO0YCIOBIEHO MyTtanmen de

novo.
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2.5.1.3. JluarnocTuka

Kpurepun, npumeHnsemble Uil HOCTAHOBKM JIHArHO3a HACJIEICTBEHHOIO

CYUQT, npennoxxkennsie J.P. Schwarz, npencrasiceHsl B Tada. 14,

Tabnuya 14.  JJuacnocmuueckue  Kpumepuu  HACIEOCMBEHHO20 — CUHOPOMA  YOTUHEHHO2O
unmepsana QT (8 coomeemcmauu ¢ usmenenuamu 20006 2.).

Kpurepuii bannbl

DnexTpokapArorpapuuecKue KpUuTepuu:

QTc >480 wmc; 3
QTc 460-470mc; 2
QTc 450-459 mc (y My»K4uH); 1
3apEeTUCTPUPOBAHHAS TAXUKAPAUS TUIIA KITUPYITY; 2
ajbTEpHALMS BOJIHBI T 1
Hanuuue 3a3yopenHoii Boiubl T B oTBeaenuu I11; 1
YacTOTa CEPACUYHBIX COKPAIICHUM HUKE COOTBETCTBYIOIICH BO3pacTy O00JIBHOTO 0,5
Knunnueckue nposiBiieHus 3a0071€BaHUsA:
00MOpPOKH, TPOBOIIHPYEMbIe (PU3UUYECKON HArPy3KOU MIIH SMOIIMOHAIBHBIM 2
CTpECCOM; 1
1oTepst CO3HAHUS B TIOKOE; 0,5
BPOXAEHHAS TIIyX0Ta
CemeiiHblil aHaMHE3:
Hanmuuue nuarHoctupoBanHoro CYNQT y uneHa ceMbu 60IBHOTO; 1
BHE3aIHasi CMEPTh B ceMbe 00JIbHOTO B Bo3pacTe <30 jeT 0,5

Ipumeuanue: CYUQT — cunapom yummHEHHOTO MHTEpBana QT

Hacnencreennbiiit CYNUQT nuarHocTUpyrOT B cliydae, €clid cymMma OaJljioB
COCTaBIIsICT >3,5, MpPU HAJWYUU MOATBEPKIAEHHON MOJIEKYJISIPHO-TEHETUYECKUMU
METOJaMU MYTAaIlH, TPUBOIAIIEH K YBEIMUYCHHUIO MPOIODKUTEIIBHOCTH HHTEpBasa
QT, mpu noBropHoi peructpanuu Ha KD ynnuHenus uatepsana QTc >600 mc B
cily4ae OTCYTCTBUS APYTUX MPUYUH yTMHeHUs: naTepBaita QT.

Huarno3 HacnencrBeHHoro CYMQT moxeT ObITh Tak»e IOCTaBJICH MpPU

noBTopHOU peructpaiun Ha OKI' yanunenus unrepBana QTc mo 480—499 mc y
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NALMEHTOB C CHHKONAJBHBIMU COCTOSIHUSIMU HESICHOI'O I'€HEe3a, MPU OTCYTCTBUHU
T€HETUYECKON MyTalluy U APYTUX NPUYHH yAJIMHEHHUs nHTepBasia QT.

Meroabpl  MOJEKYJISIPHO-TEHETUYECKOW JIMarHOCTHUKKA HMEIOT  OOJIbIIoe
3HaueHne B auarHoctuke CYUQT wu onpenenenum nporHo3a OonbHbIX. [lpu
MPOBEACHUH KOMIUIEKCHBIX T'€HETUYECKMX AaHAJIM30B MyTalMu  yAAETCsA
OOHapy>XuThb TPUOIU3UTENBHO Y 75% OOJBHBIX, IMMOSTOMY OTPHULIATEIBHBIN
pE3yNbTAaT TEHETHYECKOT0 aHaIN3a HE NO3BOJISET MOJTHOCTHIO UCKIIIOUYNUTD JHATHO3
CYHUQT.

[IpoBeaeHNE KOMIUIEKCHOIO T'€HETHYECKOTO aHaju3a Ha BbIABICHUE
Bo3MOXHBIX MyTanuii B reHax KCNQ1 KCNH2 u SCN5A (CYUQT 1, 2 u 3-ro
TUIIOB — HauOoJjee pacnpocTpaHEHHbIE (OpMbI 3a00J€BaHMsI) PEKOMEHIOBAHO
BceM OOJbHBIM, MMEIOMMM KiauHudeckue mposisiaeHuss CYUQT, oraroméHabii
CEMENHBIN aHamMHe3 U yauinHeHue uatepsania QTc, 3apeructpupoBannoe Ha OKI' B
MOKO€ WJIM NP NPOBEACHUM MPOBOKAIIMOHHBIX JUAarHOCTUYECKUX MPOO, a TaKkke
BCEM MalMeHTaMm, He umeromuM xapakrepuslix CYHWQT cumnromoB, mnpu
peructpauun Ha OKI' yanuHenus wunHtepBaia QTc >500 Mc mpu OTCYTCTBHUH
JPYTUX BO3MOXKHBIX IPUYUH yajinHeHUs: nuHTepBasia QT.

IIpoBeneHNE KOMIUIEKCHOTO T'€HETHYECKOTO aHajiu3a Ha BbIABICHUE
Bo3MOXHBIX MyTaruii B reHax KCNQ1 KCNH2 u SCN5A moxeT uMeThb CMBICH Y
NMalMEeHTOB, He nMmeromux xapakrtepHbix CYHMQT cumnTomoB, nmpu perucrpauuu
Ha OKI" ynnunenust uarepana QTc >480 mMc nmpu OTCYTCTBUU JPYTUX BO3MOXKHBIX
npu4uH yaiuHeHus: uareppaia QT.

B cnyuae obGHapyxkenus y OompHoro CYUQT reHeTudeckod myTtaruu
MPOBEJCHUE CKPUHUHIA, HANPaBJIEHHOIO HAa BBISIBJIEHHWE JTOHW MYyTaluu,
PEKOMEHJIOBAaHO BCEM OJIM3KMM POJICTBEHHHKAM, AaXX€ MPU OTCYTCTBUU y HHX
XapaKTEPHBIX 3TOMY 3a00JIEBAHUIO KIIMHUYECKUX MPOosiBIIeHUN 1 usMeHerunit KT .

[Tockonbky ynnuHenwe wuHTepBasia QT MOXKeT HOCUTH NPEXOIALIUN
XapakTep, B JAMATHOCTHKE 3a00J€BaHUS HMMEIOT 3HAYEHUE MPOJIOJDKUTEIbHAS
peructpauusa OKI' (Hampumep, cyrounoe moHutopupoBanue ODKI' mo Xonarepy;

JTaHHBIA MeTo ocobeHHo nHpopmaTuBeH y 00apHbIX CYUQT 2-ro 1 3-ro TUMOB,
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MOCKOJIBKY Y OOJBHBIX 3THUMH (popmamu 3aboseBaHMsT HauOOJbIIEE YBEIHMUCHUE
auTeabHOCTH uHTepBaia QT oTmeyaroT OOBIMHO B HOYHOE BpeMsi) U
MIPOBOKAI[MOHHBIE TTPOOHI.

B memix obecneuenuss 0e€30MacHOCTH TAlieHTa ¥ MOBBIIICHUS
JMAarHOCTUYECKOM 3HAYUMOCTH, CYIIECTBYET Psifi TPEOOBaHUM, KOTOPBIE JOJIKHBI
ObITh YUYTEHBl TMpPHU TMPOBEJACHUU JIAHHBIX JUArHOCTUYECKUX HCCIIEIOBAaHUM.
[TockonbKy B XOA€ HMCCIEIOBAHWA BO3MOXXHA WHAYKLMS ONACHBIX IS KU3HU
HapylIeHUH pUTMa cepilla, BCe MPOBOKAIMOHHBIE MPOOBI TOJKHBI MPOBOAUTHCS
ONBITHBIM MEIUIUHCKUM MEPCOHAJIOM NpH HenpepbiBHOW peructpauuu KT
(cnenyer mnpousBoAUTH MoHUTOpHpoBaHue OKI' 10 mnojgHON HOpMaIU3aluu
WHIYIUMPOBAaHHBIX B Xon€ wuccienoBanus usMmeHennit OKI, mpu npoBenaeHuun
(apMakoJIOTMYECKUX MPOBOKAMOHHBIX MpoO0 — He wMeHee 30 MuH TOCIHE
OKOHYaHMs BBEACHUS Ipernapara) U cucTeMarnueckoM uzMepenuun A/l 6onbHOrO,
B YCJOBMSIX HEMOCPEICTBEHHOM JOCTYMHOCTH HEOOXOIHMMOTO [UIsl CEpAeYHO-
JISTOYHOM  peaHuMalnuu  oOopyJoBaHus  [Bkiodas — AeduOpuuisTop] U
BO3MOYKHOCTH HE3aMEJIMTEIBHOIO BbI30BAa Bpada-peanumarosiora. IIposenenue
Harpy304HbIX Mpo0 JOJKHBI OCYHIECTBIATH (U3MYECKHM TPEHUPOBAHHBIC
COTPYIHHUKH, CHOCOOHBIE yOepeub MalueHTa OT NaJeHUs B CIy4ae BO3HUKHOBEHMUS
reMOJAMHAMUYECKOTO KOJUIanca Mpy UHIYKIHUH KeITyJOYKOBBIX apUTMHUIA.

[IpoBokanmoHHbIe MPOOBI NaNEKO HE BCEr/a BBI3BIBAIOT TUIUYHbBIC IS
KOHKpeTHOro 3aboneBanus wusMenenuss OKI'. Ilorpanuunbie W3MEHEHUs HE
JOJKHBI PaclieHUBAThCA KaK JUAarHOCTUYECKH 3HaYuMMble. B ciydyae morpaHuyHbIX
n3MeHeHnit OKI' wim oTpuuaTeabHOro pesysiabTaTa MCCIEIOBaHUS NP OOJIBIION
BEPOSITHOCTH 3a00JieBaHMs (XapakTepHas KIMHUYECKas KapTHUHA, PE3yJIbTaThl
T€HETUYECKUX UCCJICIOBAHUMN ) 1enecoodpasHo MIPOBEJICHUE Ipyrou
MIPOBOKAITMOHHON TTPOOHI.

Jns BeisiBneHuss CYUWQT wucnons3yroT cleayrolde MTPOBOKALMOHHbBIE
POOHI.

e AKTHBHasA oprocraruyeckas mnpoda. OueHka JUHAMUKH HHTEpBaJia

QT mpu peructpaumun OKI' B xome oprocratnyeckoil mnpoObl oOmagaeT
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JMarHOCTHYECKON 3HAUYMMOCTBIO, TO3BOJISISL B PSAAE CIy4yaeB BBISIBUTH OOJBHBIX
CYHUQT. Ilocne nepexona B BEPTUKAIBHOE IOJOKEHUE OTMEYAETCS YMEPEHHOE
YBEJIMYEHHE YaCTOThl CHHYCOBOTO PUTMA, MPH 3TOM Yy 3J0POBBIX MAlMEHTOB
mutenabHocTh uHTepBaia QT ymenpmaercs, a y 6oapHbIx CYUQT (ocobGenHo 2-
ro TUIA) MPOJIOKUTENLHOCTh HHTEepBasia QT yMeHbIaeTcss MeHee CYIIECTBEHHO,
HE U3MEHSETCS WM YBETUYMBACTCS.

e [Ipoba c no3upoBaHHOIl (PpU3NUeCKON HArpPy3KOH Ha BeJo3promerpe
nam tpeamuie. Hanbonee napopMaTuBHa OlleHKa IIUTENbHOCTA MHTepBana QT
B IIEpHOJ BoccTaHOBIeHUsA. JlmurtenbHOcTh MHTEpBana QTc >445 mc B KoHLE
NEepUOJIa BOCCTAHOBIEHUS (CIyCTS 4 MUHYTBHI TOCI€ OKOHYaHUS Harpy3Ku)
xapaktepHa s 60iapHBIX CYUQT 1-ro u 2-ro tumnos. [Ipu 3TOM IIUTENBHOCTD
narepBania QTc <460 mc B Havasie 1epruo/ia BOCCTAHOBIICHHUS MMO3BOJISIET OTIUYNATH
oosbHbIXx CYUQT 2-ro tuna ot 6onababix CYUQT 1-ro Tuma.

e @apmako/j0ru4yecKue NpOBOKALNOHHBIE IPOOBI.

- Ilpoba c aopenanunom (3nunegpurom). 1103BONSET BBHIIBUTH OOJBHBIX
CYHUQTI1, nockonbKy npu 3ToM GopMe 3a00J€BaHUs NIPU MPOBEACHUN MHDY3UH
aJpeHaJIMHa OTMEYAETCs MapaJOKCaJIbHOE YBEIMYEHHUE UIMTEIILHOCTH MHTEpBAJa
QT. IlpennoxeHsl 2 MPOTOKOJa NPOBEAEHUS JaHHOUN MpoObl: npoTtokoa Hlumuiy
(Schimizu), B xoae koToporo Bciea 3a OOJMIOCHBIM BBEACHHUEM OCYIECTBIIICTCS
KpaTKOBpeMeHHass uHQY3us aJpeHannHa, U mnpoTokon Meio (Mayo), B
COOTBETCTBUM C KOTOPBIM OCYILIECTBIIAECTCSI BHYTPUBEHHAs MH(DY3Hs MOCTENEHHO
yBEJIMYMBAaEMOM  103bl  aapeHannHa. O6a 3TUX TOpoTOKoja  o0dazaroT
COMOCTaBUMBIMU YYBCTBUTEIBHOCTBIO U CHEUU(PUUHOCTHIO, XOPOIIO NEPEHOCATCS
U PEIKO COIMPOBOXKIAIOTCA HEXenarelbHbIMU peakuusmu. [Ipoba pacuenuBaercs
KaK MOJIOKUTENbHAsI MPU yBEJIWYEeHUH anutesnbHocTH uHTepBana QT >30 mc Ha
dbone nundys3uu agpenanuna B 103¢ 10 0,1 Mxr/kr B MuH. Ciaeayer OTMETHUTh, YTO
npaBwibHOEe U3Mepenue amTenbHocTH QT Ha pone MHOY3UM anpeHanvHa 4acTo
3aTpyIHEHO Hu3MeHeHusMH Mopdomorun 3y0moB T, 0cOOEHHO eciu TpHU ITOM
PErUCTPUPYIOTCS BbICOKOAMIUIUTYAHbIE BoJHBI U. ComnyTcTByrouui npuem [3-

aJpEHO0JIOKATOPOB CHWXKAET JUArHOCTUYECKYI0 3HAYMMOCTh HpoObl. Cpeau
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HE)KENATEeNIbHbIX pPEaKIMii, BO3HUKAIOIMMX Ha (oHe UH(DY3UU aJpeHaNrHa,
HEOOXOMMO YIIOMSIHYTh apTEePUATbHYI0 THIEPTEH3UIO U UHIAYKIIMIO OMACHBIX JJIs
KU3HU HapylIeHUH putMma. J(MarHocTHYeckoe HCCIeOBaHUE JIOKHO OBbITh
MPEKPaIleHO MPU MOBbIIEHUH cuctonnueckoro AJ[ >200 MM pt.cT. (WIu npu
MEHBIIIMX  3HAYEHUSAX B  CIy4dasX, €CIM apTepuajgbHas  TUIEPTECH3US
COMPOBOXK/IAETCS BBIPAKECHHBIMU KJIMHUYECKUMHU MPOSIBICHUSIMH ), BOSBHUKHOBEHU U
PEIUANBUPYIOMNX HEYCTOMYMBBIX MPOOEKEK WIM WHAYKIHUH yCTOWYUBOTO
napokcuzmMa JKT. B ciayyae BO3HUKHOBEHMS  KIMHMYECKA  3HAYUMBIX
HEeXeNaTelbHbIX 3(PPEKTOB 1EIeco00pa3HO MPUMEHEHHE KOPOTKOAECUCTBYIOIIHMX
B-anpeHo610KkaaTOPOB, BBOAUMBIX BHYTPHUBEHHO.

- Ilpoba c aoenosunom. bonbubiM CYUQT xapaktepHo yBeIMUEeHHE
npoaoskuTenbHOCTH UHTEpBaIoB QT >410 mc n QTc >490 mc, peructpupyemsie
BO BpEMs MHUHUMAJIbHON YaCTOTHI CEPJICUHBIX COKPAIICHUI MPU WHIYLIUPOBAHHON
aJIecHO3MHOM Opajukapauu. B Hacrosiiiee BpeMs AMAarHOCTHYECKas 3HAYMMOCTh
JAHHOM MpoObl M3y4YeHa HAa OrPaHUYEHHOM KOJMYECTBE OOJIbHBIX T€HETUYECKU
noaTBepxAeHHBIM CYUWNQT, nostomy uHTEpnperanusi MOJIYyYEHHBIX B XOJ€

WCCIJICIOBAHMSI PE3YJIbTATOB TPEOYET OCTOPOKHOCTH.
2.5.1.4. IndpdepeHunanbHasi JUATHOCTUKA

CYUQT cnenyer auddepeHnmpoBaTh OT APYTHMX BO3MOXHBIX MPHUYUH
CUHKOMAJIBHBIX COCTOSIHUN, YUYUTHIBAs OTHOCUTEIHLHO MOJIOION BO3pacT OOJIBHBIX,
MIPEXJIe BCETO, OT AIUJICTICUU U Ba30-BarajJbHbIX OOMOPOKOB, a TaKXKe OT APYTHX
BPOXKJIEHHBIX JKETYTOYKOBBIX HAPYIICHUH PUTMa Cepalia.

Heob6xonumo mnpoBenenne auddepeHImaibHOl  TUATHOCTUKA — MEXTY
BpoxknéHHol u mpuodOperéHHbiME (popmamu CYUQT, koTopeie MOTyT OBITh
BBI3BaHBI IIEIBIM PSAAOM (DAKTOPOB, MPUBOIANIMX K 3aMEUICHHIO TIPOIECCOB
penoIIpu3ai MHOKap/ia KeryaoukoB. K HUM oTHOCSTCS:

e Opamukapnaus, o0ycioBieHHas AUcyHKUMEH cCHUHYycoBoro y3ia win AB
0J10KaI0M;

® TUIOTHUPEO3;
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® HapyIICHUS DJICKTPOJMTHOTO OOMeHa (THUMOKaJIeMHs, THIOMAarHEeMUs)
BCJIC/ICTBUE MIPUMEHEHUSI IUYPETUKOB WJIM MATOJIOTUHM HAANOYEUHHUKOB (CHHAPOM
KonHa), a Taxxe npody3HOl Auapen Wiu HEYKPOTUMOM PBOTHI;

® HapylleHHs  OCJKOBOrO  MUTAHUS  (JUIMTEIIBHOE  «JIUETUYECKOEH
rOJIO/IAHKE, HEPBHASL AaHOPEKCHUS, TAPEHTEPATBbHOE MUTAHKUE U JIP.);

® OCTpbIi UH(MAPKT MUOKAP/IA;

® BHYTPHUYEPEIHOE KPOBOU3IUSHHE

e pHTOKcUKAIUs (HochHOpOpraHMUEeCKUMU COCIMHEHUSIMU;

e NpuéM  JIEKapCTBEHHBIX  MpenapaToB  (MepeyeHb  Mpenaparos,

yuauHsommx naTepsain QT, mpencrasieH B Tadur. 11).
2.5.1.5. Jleuenue

2.5.1.5.1. Obwue pexomenoayuu

Bce mamueHTsl JOMKHBI OBITH  XOPOIIO HWH(MOOPMHPOBAHBEI O CBOEM
3a00JIeBaHUH, B TOM YHCJIC €r0 HACIICICTBEHHOM XapaKTepe M PUCKe 3a00JIeBaHUs
y ACTeH, M TOJy4HUTh OOIIUE PEKOMEHAAIMHM, HANpaBJICHHBIC HAa YMEHBIICHUE
pucka paszsutus TdP u BCC.

e [lomHoe  wuckiroueHWe  TpuéMa  JIGKQPCTBEHHBIX  IPEMapaToB,
BBI3BIBAIOIIUX YBEIUWYEHUE NMpoAoKuTenbHocTd uuTepBaia QT (cm. Tadiu. 11). Tlo
Mepe HAKOTUICHUS KIMHUYCCKOW MH(POPMAIMM U BHEAPECHHUS B MPAKTUKY HOBBIX
JEKApCTBEHHBIX TMpEMapaToB JIaHHBIM IepeUeHb IMpeTepreBacT HN3MCHCHUS.
[ToctossHHO OOHOBNsieMas wWH(OpMaIUMs O JICKAPCTBEHHBIX  IIpemaparax,
CIIOCOOHBIX YBEIIMYMBATH MPOJOJDKUTEILHOCTh MHTEpBaia QT, mpencraBieHa Ha

caiire http://www.azcert.org.

e 30erath cutyaruii, CltOCOOHBIX BBI3BIBATH AJICKTPOIUTHBIC HAPYIICHUS
(HEKOHTpPOJNHPYEMbIA TMPUEM MOYETOHHBIX W TOPMOHAJIBHBIX IPEnapaTos,
rojioflanue, 00€3BOKMBAaHUE, TMHUIIEBbIE OTPABIEHUS, COMPOBOXKAAIOIINECS

npody3HOH PBOTOM WM AMApeeH u Jp.).
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e Jlo BO3MOXHOCTH H30€raTh IYCKOBBIX (HaKTOPOB, KOTOpPHIE MOTYT
npoBolpoBaTh MHAYKIHMIO TdP (cmopTuBHBIE Harpy3kd, OCOOEHHO ILIaBaHUE;

OYMOIMOHAIBHBIN CTpecC, TPOMKHE 3BYKH U TIp.).
2.5.1.5.2. Meouxamenmo3snas mepanusi.

MenukaMeHTO3Has Teparnus SBISIETCS OCHOBOM JIEUEHUsl HACJEICTBEHHOTO
CYUQT. Ioctosuubii npuém [B-aapeHoOJIOKATOPOB TOKa3aH BCEM OOJbHBIM
HacnenctBeHHbiM  CYUQT, Bkimoyas MNOATBEPKAEHHBIX — OECCUMITOMHBIX
HOCUTENIEH MyTaluu, Jaxe mnpu orcyrctBuM y Hux Ha OKI' ynnmHeHus
unrepaioB QT/QTC (3a wuckiodYeHHMEM aOCONIOTHBIX IMPOTHBOIOKA3aHUHA K
npuéMy IMpenapaTroB, HalpuMep, THKEIOro TeUYeHUs OpPOHXMAIbHOW acTMmbl). B
HACTOAIIEE BpPEMs OTCYTCTBYIOT JaHHBIE, yKa3blBalolle Ha 0oJiee BBICOKYIO
3 PEeKTUBHOCT, KakKoOro-nuOo U3 [-afpeHoOJOKATOpOB B  MPOQPUIAKTHKE
peuuanBoB TdP y GonbHbix HacimenctBeHHbIM CYUQT. Bribop nekapcTBEHHOTO
npernapara, nofdop ero A03bl U ONpelelICHUE pexuma IpuéMa OCYIIECTBISIOTCS
WHIUBUIYAIbHO. B 1e/sIX yMeHbIeHusl pucka no0ouHbIX 3(PEeKToB mpenapara u
Ui ynoOcTBa OONBHBIX MPEANOYTEHHUE CIEAYET OTAaBaTh KapAHUOCEIEKTUBHBIM [3-
aJpeHo0IoKkaTopamM ¢ OOJBIION JIMTENbHOCTHIO AciicTBusA. [lamueHToB ciemyet
00s3aTeNbHO NH(POPMUPOBATH O TOM, UTO JUIUTEIBbHOE OTCYTCTBUE peruanBoB TdP
Ha (OHE JIeUYEeHUS HU B KOEM Cllydyae HE JIOJDKHO OBbITh PacLEHEHO B KauecTBE
MOBOJIa NPEKPaTUTh MPUEM mpernapaTta. B ciaydae HEOOXOAMMOCTH MpPEKpallleHUe
npuéma [-agpeHo0JI0KaTOPOB JOHKHO OBITh  OCYILIECTBIIEHO TOCTENEHHO,
NPEANOYTUTENBHO MO KOHTPOJIEM MEAUILMHCKOIO MEPCOHAIA, TOCKOJIBKY PE3KOe
MpeKpalieHe JIEYEHUSI MOKET COMPOBOXKAATHCS «CUHIPOMOM OTMEHBI», Ha (hoHE
KOTOporo puck uHAykIuu TdP oco6eHHO BBICOK.

AHTHapuTMuyeckue npenaparbl | kimacca (0J0KkaTOpbl HATPUEBBIX KAHAJIOB,
npeanouytutTenbHo IB knacca: mexcunetun [B Poccum B Hacrosimiee Bpemsi He
3aperucTpupoBaH], (PEHUTOWH) MOTYT OBbITh MCIOJIB30BaHbl B KayeCTBE CPEICTBA
«BTOPOM JTUHUMY TIPpHU YacThiX peruanBax TdP y 6omapHbIX BpoxkaéaasiM CYUQT c

VMIUIAHTUPOBAHHBIM KapAHOBEPTEPOM-Ie(hUOPUIIIATOPOM (MKL), pu
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HEJI0CTaTOYHOU 3(PdeKkTuBHOCTH [-aapeHOO0IOKATOPOB WM HEBO3MOXKHOCTH WX
npuéMa B CBSI3U C aOCOJIIOTHBIMH TNPOTHUBOIOKA3aHUSAMU WIH  TKETBIMU
nobounbiMu dPdexTamu JiedyeHus. B Hacrosimee BpemMs ONBIT 3()PEKTHBHOTO
MPUMEHEHHUS ITHX MpenapaToB orpanuyeH juib 6oapHbIME CYUQT3. B kauectse
KpUTEpHS, YKa3bIBAIOIIETO HAa MOTEHIHUAIBHYIO 3(P(GEKTUBHOCTh IJIAHUPYEMOIO
JIOJICOCPOYHOTO JICYEHHUS] TPENJIOKEHO YMEHBIICHUE JIMTEIbHOCTH HMHTEpBaja
QTc na 40 mMc u Oonee mocie MNEPOPaIBLHOrO NpHUEMA AHTUAPUTMHYECKOTO

npenapara | kiacca.

2.5.1.5.3. Umnaanmayus kapouosepmepa-oedpubpuiiimopa

NmmanTtanusa — kapauoBepTepa-aehulOpuwuisiTopa 1MokazaHa  OOJIbHBIM
CYUQT, nepexuBIIMM OCTaHOBKY CEpJla, a TaKXKe MalheHTaM, y KOTOPBIX
npuctynsl TdP mpopomxatoT peuuaIuBHpOBaTH, HECMOTPS Ha CUCTEMATUYECKUU
npuém B-aapenobsiokaropos. MmnanTainus KapauoBeprepa-aeQuopuuisiTopa He
u3z0apnsger OonbHOro HacieAactBeHHBIM CYUQT ot HeoOxomuma mnpuéma f3-
aJIpeHO0JIOKATOPOB U HU B KOEM Cllydyae HE JOJDKHA pacCMAaTPUBATHCS B KayeCTBE
albTEPHATUBBI MEIUKAMEHTO3HOU Teparnuu.

Crnenyer nogq4epKHyTh, UYTO UMILIAHTALMS KapaAuoBepTepa-nepuldpumiaropa
st ipodunaktrku BCC 6e3 mpeamiecTBytomien oreHku 3pGEeKTUBHOCTH JICUEHUS
B-anpenobnokaTtopamu He mokazaHa OonpHbIM CYUQT 3a uckirodeHuem
NAlMEHTOB BBICOKOTO pucka. Ha HeOmaronpusiTHeIi IporHo3 0O0JIe3HH YKa3bIBaeT
BbIpakeHHOE yBenuueHue jmtebHOCTH QTc >500 Mc (0cOOEHHO BBICOKUN PHCK
y OonpHBIX ¢ yBenuueHuem anutenbHoctd QTc >600 Mc), coxpaHstomascs Ha
dbone mpuéma [-aapeHoOnokatopoB anbTepHarus 3yonoB T Ha OKI, panHue
KIIMHAYECKUE TPOSBJICHHS 3a00J€BaHUs — TPHUCTYIBI TOTEPU CO3HAHUA,
napokcusmbl TdP B Bo3pacte no0 7 7ner, a Takxke pe3yiabTaThl MOJIEKYJSPHO-
TCeHETHYECKUX MCCIIEIOBaHNH (TTOATBEPKICHNE Han0o0JIee 3710Ka4eCTBEHHBIX (popm
3aboneBanusi — cuHApoMa Jxepsemna u Jlanre-HumnbceHa wiam cuHIpoMa
TumMoT —, Hanuuue ABYX U 00Jiee T€HETUYECKUX MYTAlUil WK OOHapyXKeHUe

TeHEeTUYECKUX MYTalul, CONpsHKEHHBIX ¢ Oonee BhicokuM puckom TdP u BCC).
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BCC poacteennuka 6onpHoro HacneactBeHHbIM CYUQT mpu oTCyTCTBUU APYTHX
(dakTOpoB puCKa HE SBISETCS MOKa3aHMEM K HMMIUIAHTAIllMH KapIHOoBepTepa-

nedudbpunsTopa.
2.5.1.5.4. JlesocmoporHss weltinas cCumMnamuieckas OeHep8ayus.

[Ipouenypy JE€BOCTOPOHHEHM  IIEMHOW  CHUMIIATUYECKOW  JICHEpBALIUU
OCYILECTBIISIIOT JIEBBIM HAJKIIOUMYHBIM JOCTYIIOM. B ONBITHBIX MEIWIIMHCKHAX
LEHTpax MPHUMEHSIOT MUHHMAaJbHO WHBA3MBHBIE METOAWMKU. JlaHHAs mpoueaypa
MOXET OBITh HCIOJb30BaHa B CIIy4asXx HEBO3MOXHOCTH Ha3HadyeHHs [3-
aApeHOOJOKATOPOB WJIM HEAOCTaTOUYHOM I(P(HEKTUBHOCTH MEIUKAMEHTO3HOM
Teparuu, a TaKKe PU HAJTMYUU a0COTIOTHBIX/OTHOCUTEIBHBIX TPOTUBOMOKA3aHUN
K HUMIUIAHTAllUU KapAuoBepTepa-ne@uopuuiaTopa WM OTKa3ze NalueHTa OT

WHBA3WBHOTO BMEIIATEILCTBA.
2.5.1.6. Ilpodpunakruka

Komrmieke mpoduinakTuueckux MeponpHsITHH, PEKOMEHIYEMbIX OOJIbHBIM
CYUQT, BrIOYAET MOJHOE HCKIIOYEHUE NPUEMA JIEKAPCTBEHHBIX IPENAPATOB,
BBI3BIBAIOIIMX YBEIMYCHHUE MPOIOKHTEIbHOCTH MHTepBasa QT (cm. Tabm. 11),
MpeAOTBpAIllCHUE CHUTYallMii, CIIOCOOHBIX BBI3BIBATH AJIEKTPOJUTHBIC HAPYIICHUS
(HEKOHTPOIUPYEMBIM TMPUEM MOYETOHHBIX M TOPMOHAJBHBIX TPEMAPaTOB,
rojiojlanue, O00€3BOKMBAHUE, TIUIIEBbIE OTPABIEHUS, COMPOBOXKIAOIINECS
npody3HOI pBOTON WM Auapeei u Ap.) U uzderanue (HakTopoB, KOTOPHIE MOTYT
npoBonupoBaTh MHAYKIUIO TdP (cropTuBHBIE HArpy3kw, OCOOCHHO TUTIABaHUE;
AMOIIMOHAJILHBIN CTPECC, TPOMKHUE 3BYKH U TIP.)

ITockonmbky CYUQT — HacieacTBeHHOE 3a0oJieBaHWE, TEPBBIM U
CAVMHCTBEHHBIM TMPOsIBJICHUEM KOTOoporo MoxeT ObiTh BCC, Heo6xomumo
oOciieoBaHre BceX OJIM3KUX POJCTBEHHUKOB OOJIBHOTO, a TaK»Ke MPOBEICHUE
CEJICKTUBHOTO MOJICKYJIIPHO-TEHETUUECKOTO0 CKPUHUHTA, B CIIy4ae OOHAPYKEHUS Y

0onpHOro CYMNQT renernueckoil MyTauuy.
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2.5.1.7. IlucnancepHoe HAOI0eHIEe

Bce 6onbabie CYUQT n0iKHBI HAXOAUTCS MO TOCTOSTHHBIM HA0JI0ICHUEM
KapJIMOJIOTa B CHEHUAIM3UPYIOIIMXCS HA JICUEHHH BPOXKIEHHBIX KEITYIOYKOBBIX
apUTMHUI MEIUIIMHCKHUX LIEHTPaX.

[Taruentel ¢ WMKJl D0/KHBI MPOXOAUTH PETYJSPHBIA TEIEMETPUUYECKUI
KOHTPOJIb ~ HMMIUIAHTUPOBAHHOTO  YCTPOMCTBAa C  PEKOMEHJIOBAHHOW UM

NEPUOINYHOCTBIO (HO HE PEXKE OAHOTO pasa B ro).

2.5.2. Cunopom bpyzaoa

2.5.2.1. BBenenue

Cunapom, xapakrepusyromuiics IKI' mpuzHakamu 0710Kabl TPaBOM HOXKKHU
nyuka ['mca ¢ sneBanuedt Touku J U cermeHta ST B mpaBbIX MPEKOPIHUATBLHBIX
OTBEICHHIX u TIPOSIBIISTFOTITHICS KIIMHAYECKH PEIUANBUPYIOIIHMHI
CUHKOMAJIBHBIMH COCTOSIHMSIMHU, a Takke ciaydasmu BCC, koropas HacTymaet
yamie y Jmi MyXckoro moja B Bospacte 30-40 ner, omucan P. Brugada u
J. Brugada B 1992 r. 3aboneBanue Haciemyercs MO ayTOCOMHO-ITOMUHAHTHOMY
TUIy, TPH ITOM XapakKTepHa HEIMOJHAs TMEHETPAHTHOCTh TEeHETHYECKUX
M3MEHEHUM.

KenymoukoBele TaxwKapaud, (MPEUMYIICCTBEHHO TMOJUMOpQHAs, KpaiHe
penaKo — MOHOMOpP(dHAsT) XapaKTePU3YIOIIUECs BBICOKMM PUCKOM TpaHCpopMaluu
B (pHOPpMIUIAIHNIO KETYAOUYKOB, SBISIFOTCS OCHOBHBIM KJIMHUYECKHUM IPOSIBJICHUEM
cunapoma bpyrana. XapakTepHo X BO3ZHUKHOBEHHUE B TOKOE, BO BPEMsI HOUYHOTO
cHa (puc. 33), 4To JenaeT 6oyiee BEPOSATHBIM HX BBIABICHHE ¢ ToMOIb0 XM OKIT,
a He npu cra"gaptHol 3anmucu OKI. OgHuM W3 KIMHUYECKUX TMPOSBIICHUM,
COMPOBOXKIAIOIINX ITH APUTMHUYECKUE COOBITHSI, MOTYT OBITH SMHU30/bl XPUILIOTO
(aroHanmpHOTO) JbIXaHWS BO CHE. JKeIyJOYKOBBIE TaxXUKApAUU  MOTYT
MIPOBOILIUPOBATHCS TUXOPATOUYHBIMHU COCTOSTHUSMH, & TAK)KE PSAIOM JICKAPCTBEHHBIX
npenapatoB (cMm. Tabia. 17). CumnromMbl 3a00JI€BaHUSI MPOSIBISIOTCS OOBIYHO Y

B3pOCJBIX, a CpeAHuil Bo3pacT Bo3HUKHOBeHUsI ciaydaeB BCC cocraBnser
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Puc. 33. Heycmotuiuusbwiii napokcusm (8videjieH pamkou) NoIuMOp@hHOU Hceny0ouKo8oll
maxukapouu  (vacmoma  cepoeunvix  cokpawenu  160-180 yo./mun.). Xonmeposckas
monumopHas sanuce IKI" 6 12 omeedenusx y 60nrvHoul cunopomom bpyeaoa.

Bpewmst Bo3HHKHOBEHUS apokcu3ma — 23 yaca. CTpenkamMu B OTBECHUN V1 yKa3aHa dJIeBaIlHs
TOYKH J B COKpAIIEHUAX CHHYCOBOI'O PUTMA.

2.5.2.1.1. Dnuoemuonozus.

PacnpoctpanénHocTs 3a0oseBaHusi B OOILIEH NOMYJISIUMKM B HACTOSIIEE
BpeMs HeusBecTHa. CyIIeCTBEHHO dalie OHO BcTpedaeTcss B crpaHax FOro-
Bocrounoit A3zun (A3uaTcko-TuxooKeaHCKUH PETHOH), rae €ro
pacnpoctpanéunocts gocturaer 0,5-1:1000. Cungpom bpyraga (Brugada
Syndrome, BrS) BwIsBIsieTCS y JIHI, HE MMEIONIUX MPU3HAKOB OPraHUYECKOIO
3a0oJieBaHUs cep/ilia, Y MY>KUnMH BcTpedaeTcs B 8—10 pa3 wgarie, 4eM y KEHIIMH,
4TO, TPEATNOIOKUTETFHO, OOYCIOBICHO OOJBIIEH CHUTIOW KPaTKOBPEMEHHOTO
BBIXOJSIIIIETO TOKA HMOHOB Kamusi I, (OMHOTO W3 TOKOB, YYacTBYIONIUX B
dbopMHpOBaHUM CHUHAPOMA) M JEHCTBUEM OoJjiee BBICOKMX KOHLIEHTpalui
TECTOCTEPOHA.
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2.5.2.1.2. Dmuonozus.

Cunapom bpyraga BBI3bIBAIOT TEHETHYECKHE MYTAllMM, MPUBOJSIINE K
YMEHBIICHUIO CUJIBI BXOJAIUX HaTpueBOro (Ina) 1 kambiueBoro (Icy ) TOKOB win

YBEIIMYCHUIO CHITBI BBIXOISAIINX KaTUEBBIX TOKOB (Lio 1, Iks, Ik aTP)-
2.5.2.2. Knaccuduxanus

B Hacrosiiee Bpems U3BECTHBI 12 réHeTHYECKUX BapUAaHTOB CUHIPOMA, OHU
npefacTaBieHsl B TaOi. 15. MounekynsipHO-TEeHETHYECKHE METOJbl TO3BOJISIOT
OOHApyXUTh MYTallUU NPUOIUZUTENBHO Yy 1/3 OOJIBHBIX C SBHBIMHU KJIMHHUKO-
WHCTPYMEHTAJIbHBIMU TPOSIBIICHUAMH CUHJpoMma bpyrama, 4to yka3blBaeT Ha
TE€HETUYECKYIO

I'CTCPOTCHHOCTD 3a00JIEBaHUSI W IIO3BOJIICT npeamnojaraTrb

OTKPBITHUC OOJIBIIIOr0 YKcCIa HOBBIX, HC H3BCCTHBIX B HACTOAIICC BPCMS MYTaI_II/Iﬁ, B

oynymem. HambGonee pacmpoctpanensl wMytaruu reHa SCNSA,  kortopsie
oOHapy>kuBaroT moutu y 30% manueHToB.
Tabauya 15. Monexynapno-eenemuueckue munsi cunopoma bpyeaoa
Tu MyTaHTHBII Kompyembiii Ge0k HN3menenue
reH HOHHBIX TOKOB
BrS1 SCN5A o-cyObeuHuIIa HaTpreBoro kanaaa Navl.5 Cumxenue Iy,
I'munepos-3-hocdaraeruaporenasa-moa00HbIH
BrS2 GPD1L (hepMeHT, B3aUMOICHCTBYIOIINI ¢ HATPHUEBBIMHU CHumxenue |y,
KaHaJlaMHU U PETyJIUPYIOMINT UX HYHKIHIO
BrS3 CACNA1c o-CyObeinHuIa KablineBoro kanana L-tuma Cavl.2 Cuwmwxkenne gy
BrsS4 CACNB2b B-cyObenunmIla KaIbIMeBOro KaHama L-Tuma Cumxkenne gy
Brs5 SCN1B B1-cyObennHmIia HATPHEBOTO KaHAA Cumxkenne Iy,
BrS6 KCNE3 MiRP2 — B-cy0obeaununa kanueBoro kanaiaa Kv7.1 [oBbimenue |l ¢
BrS7 SCN3B B3-cyObennHMIIa HATPHEBOTO KaHaja CHmxenne Iy,
BrS8 KCNJS (1-Cy6”be[LI/IHI/IL[a AT®-3aBUCHMEBIX KaJIHUEBBIX KaHAJIOB Hossimee I arp
Kir6.1
BrsS9 CACNA2D1 02/01-cyObequHanIIa KaabIIUeBOTO KaHana L-Tuma Camxenue lc, |
BrS10 KCND3 o-CyOBeIMHHIIA KaueBoro kanana Kv4.3 [oseimenue ly; li s
BSLL MOGL Bbenok kieTo4HOTO SiApa, peryaupyIoNi OHOCHHTES U Crpere Iy,
TPAaHCIIOPTUPOBKY 0-CYObeIMHUI] HATPUEBBIX KAHAIIOB
benok, cBsi3aHHBII ¢ capKoIIa3MaTHUECKON
BrS12 SLMAP MeMOpaHO#l KapJHOMHUOLIUTOB, PETYJIUPYIOUIHH CHmxenne Iy,

(1)yHKIII/IIO HATPUCBLIX KaHAJIOB

173



2.5.2.3. luarHocTuKa

OcHOBOW AMAarHoCcTHKU cuHApoMma bpyraga sBaseTcs peructpaius
NMaTOTHOMOHHUYHBIX JaHHOMY 3a0oisieBaHuio u3MeHenuit cermenta ST Ha OKI nipu
OTCYTCTBHHM CTPYKTYpPHOTO 3a00JIeBaHHS CepAla W JPYTruX COCTOSHHUM, TpHU
KOTOPBIX MOTYT OBITh 3aperucTpupoBaHbl mofoOHbie u3MeHeHus DK (ykazaHbl
nanee). Ha ocHoBanuu xapakrtepa M3MEHEHUNW KOHEUHOM YacTH KENyI0YKOBOTO

komruiekca Boiaersitor Tpu DKI -tuna penomena bpyrana (tabdn. 16, puc 14).

Tabauya 16. OKT-munwvt ghenomena bpyeaoa

DJieBanus Mo THITY DJieBalus MO THIY KCIIHHKH CEIJIa
H3menenusn DKI'
«cBoaa» (Tumn 1) Tun 2 Tun 3
DeBanusa TOUYKH J >2 MM >2 MM >2 MM
Bomna T OrtpunarenbHast [MonoxwurenbHas wiu neyx¢asnas I[lonoxuTenbHas
Koneunast yacte cermenra ST ITocTeneHHOE CHMKEHUE Onesauus >1 MM DneBanusa <1 Mm

Ipumeuanue: 1 mm = 0,1 MB

Puc. 34. DKI—munwi Cunopoma bpyeaoa. Cmpenxkamu ykazana mouxa J. Onesayus 6onee 2 M.
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Peructpamto OKI' crnenyer Takke NpPOBOAWTH, pacmojiarast 3JIEKTPOJbI
MPaBbIX MPEKOPAUAIBHBIX OTBeAeHU (V1—V;) BbIllIE CTAHJAPTHON MO3UIINH,
BIJIOTH 110 Il mexpeOepnsi. BeisiBnenue nmatorHomoHuuHbiX u3MeHeHuid OKI' B
ATUX TMO3UIUAX HMEET TaKyl >X€ JUAarHOCTUYECKYIO0 3HAYMMOCTh, KaK M MpHU
CTAaHJAPTHOM  PACIHOJIOKEHHHM DJJIEKTPONOB. V3MEHEHUs KOHEYHOM 4YacTu
YKEITyTOYKOBOIO KOMIUIEKCA, XapaKTEpHbIE Mg cuHApoMma bpyraga, MOryT UMeTh
npexonagmuii xapakrep. [loaTomy B Tex cinydasx, korjga umeromuecs 3anucu KT
HE HecyT B cebe TMpU3HAKOB, B TMIOJHOW Mepe VYKIAAbIBAIOIIMXCS B
JUArHOCTUYECKHE KPUTEPUHM, HO €CTh OCHOBAaHHWE MNPEIIOoNaraTb HaJIAYUe
CUHIpOMA bpyrana, 1eaecoo0pa3Ho IIPOBEIECHUE JUArHOCTUYECKHUX
MIPOBOKAITMOHHBIX ~ JIEKAPCTBEHHBIX MPOO € UCIHOJIb30BaHUEM OJIOKaTOPOB
HAaTPUEBBIX KAHAJIOB, BBOAUMBIX BHYTPUBEHHO, — aiiManuHa (B go03e | MI/kr; B
Poccun He 3apeructpupoBaH) wid nOpokanHamuaa (B go3e 10 mr/kr),
MO3BOJISIONIMX B 4YacTH CJIy4aeB «OOHAXKUTH» TMPU3HAKKU HTOTO CHHApPOMA.
dapMaKoJOTMUYECKUE MPOBOKAIMOHHBIE TPOOBI JOJKHBI MPOBOIUTHCS ONMBITHBIM
METUIIMHCKUM  TIepcoHajioM mpu MoHutopupoBanun OKI'  OGompHOTO WU
00s13aTeIbHOW BO3MOKHOCTH OpraHU3allid PEaHUMAIIMOHHBIX MEPONPUSTHI B
Cllyyae MHAYKIWHM ONACHBIX JJISI AKU3HU KEIyJOUYKOBBIX apUTMUN MOJ BIUSHUEM
BBOJIMMBIX MTPENApaTOB.

B cooTBeTcTBMUM ¢ W3MEHEHHBIMU JTUATHOCTUYECKUMHU KPUTEPUAMH, IS
MOCTAaHOBKM JMarHo3a cuHjapoma bpyraga neobxoamma peructpanus Ha OKI
CIOHTAHHOW WJIM HMHAYLIUMPOBAHHOW JIEKAPCTBEHHBIMHM NpernapaTaMy 3JICBALIMU
cermeHta ST mo Tuny «cBoma» (tum 1) Xors Obl B OJHOM H3 MpPaBbIX
NpEeKOpAuaIbHbIX oTBeaeHud (Vi—V,) Tpu pacnoyioKEHUH SIEKTPOJOB B
TUMMMYHOM MECTE WJIM ycTaHOBKe uX Bo Il mexpebepne.

MeTtobl MOJIEKYJISIPHO-TEHETUUECKON JUArHOCTUKU TaKKE UMEIOT 3HAUEHUE
JUIsl TAArHOCTUKHU 3a00JI€BaHUS, OJIHAKO TEHETHUECKHE MYyTallud Yy OOJhHBIX
cuHgapomMoMm bpyrana yaa€rcs oOHapyXuTh JHIIb HOpubausuteabHo B 30%
Clly4aeB, IO3TOMY OTpPULATEIbHBIM pe3yJabTaT TE€HETHYECKOro aHajliu3a He

MMO3BOJCT IOJHOCTBIO MCKIKOYUTL JHArdHo3 CHHIAPOMA prraz:a. B Cily4dac
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oOHapykeHHsI y OOJBHOTO cHHIApOMOM bpyrama reHeTW4eckod MyTaruu
MPOBEJCHUE CKPUHUHIA, HANPaBJIEHHOIO HAa BBISIBJIEHHWE JTONW MYyTaluu,
PEKOMEHJIOBAaHO BCEeM OJIM3KUM POJCTBEHHUKAM, JaKe MPU OTCYTCTBUHM y HHUX
XapaKkTEpHbIX 3TOMY 3abosneBanuto u3MeHeHnii JOKI'. [IpoBeaeHne MoJeKyasipHO-
FeHEeTUYCSCKUX HccieqoBaHui yuiamMm, uMmeronmMm ODKI'-u3menenus 2 u 3 THUIIOB,
IpU OTCYTCTBUM y HHUX KJIMHUYECKHX TNPOSIBICHUN cuHApoMa bpyraga wu
orsroménHoro no BCC cemeilHOro aHamMHe3a B HACTOSIIEE BpeMs HeE

PEKOMEHI0BAHO.
2.5.2.4. IndpdepeHuuaibHasi TMATHOCTUKA

Cunapom bpyraga cnenyer nuddepeHUUpoBaTh OT APYTHX BO3MOXKHBIX
MPUYUH CHHKOMAJIBHBIX COCTOSIHUW, YYUTBHIBAsl OTHOCUTEIBHO MOJOJIONW BO3pacT
OOJIBHBIX, IPEXK]IE BCETO, OT AMUJICTICUH U Ba30-BarajlbHbIX OOMOPOKOB, a TAKXE OT
JIPYTUX BPOKAEHHBIX KETYIOYKOBBIX HAPYIICHUN pUTMa CEepALa.

HeoOxoaumo Takke OTMETUTh, YTO CXOXKHE C CHHIpOMOM bpyraaa
u3MeHeHus: ODKI' Moryt ObITh BBISIBJICHBI MPU LEJIOM pAIe MNaTOJOTMYECKHUX
cocrosinuid. [IpuunHamu «Opyragonogo0Hbx» usmMeHeHuit IKI” MoryT ObITh:

e arunuy4Has OJ0Kaja MpaBoi HOXKKMU Mydka ['nca;

e TUNEPTPOPUS JIEBOrO KEIyI0UKa;

e (eHOMeH paHHEH PenosIpU3aLUN KeTyI04KOB;

® OCTpPbIA KOPOHAPHBIN CUHIPOM;

® aHEBpPU3Ma JIEBOTO XKEIIYA0UYKa;

e creHokapaus [Ipunnmerana;

® OCTpBIU NIEPUKAPJINT;

® TEeMOIIEpUKapZ;

® TpoMO03MOOHS JIETOYHON apTepuu;

® pacciauBarolas aHeBPU3Ma aopThl;

® 3JIEKTPOJUTHBIC HAPYIIEHHUS (TUIIEPKATUEMHUS], TUTIEPKATIbIIUEMUS );

® TUINOTEPMUS/TUNIEPTEPMHUS,;
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® APUTMOIEHHAas IUCIUIA3UA-KapAMOMMUONATHSA IIPABOTO JKEIyA0UKa;

® MEXaHMYECKas KOMIIPECCUS BBIHOCSIIETO TPAKTA IPABOTO XKEITYI0UKA
(HanpuMmep, OIyX0Jb OPTaHOB CPEIOCTEHUS);

® [IEPEelO3UPOBKA TPULUKINYECKUX aHTUACTIPECCAHTOB;

® KOKAaWHOBAasl MHTOKCHUKALUS;

® pa3IM4YHbIE 3200JIEBAHMS LICHTPAJIbHON U BET€TaTUBHOW HEPBHOMN
CUCTEeMBI (CyOapaxHOUAATbHOE KPOBOU3IHUSAHNE; TEMOPPArHue€CKUil HHCYIIBT;
atakcusa Opuapuxa);

e MmblieyHas auctpodus Jromena—bekkepa.
2.5.2.5. Jleuenue
2.5.2.5.1. Obwue pexomenoayuu.

Bce OonbHble cuHapomMoMm bpyraga AO0KHBI MOJYYUTh MOAPOOHYIO
uH(pOpMAaIUIO 0 CBOEM 3a00JIEBAHHUH, €TO HACIIEJCTBEHHOM XapaKTepe, U KOMILIEKC
o0IMX peKOMEHIallui, HarpaBieHHbIX Ha MuHUMU3aIuio pucka BCC. [Tockonbky
JUXOPAJIOYHBIE COCTOSIHUSI CIIOCOOCTBYIOT BO3HUKHOBEHHUIO OIMACHBIX JJISI JKU3HU
HapyIIEHUH pUTMa cep/ilia, BceM OOJIbHBIM CHHJIpoMOM bpyrana pekoMeHI0BaHO
He3aMeJIUTEILHOE MPUMEHEHUE >KAPOIMOHWKAIOIIMX CPEACTB MPU TMOBBIIICHUU
TeMmnepaTrypbl. Takke pEeKOMEHIOBAaHO H30erath SK30I€HHOW TUIEPTEPMUU
(HampuMep, MOCEIIEeHUS MTapHBIX).

[Tatimentam ¢ cu"apomoM bpyrama crnegyer wu30eratb  mpuéMma
MOTEHIUAIBHO aPUTMOTEHHBIX JIEKAPCTBEHHBIX MPENapaToB, MPEJICTABICHHBIX B
tabn. 17. IlocTossHHO OOHOBISIEMBI TEPEYCHH JTHX IMPENapaToB TaKXKe

npecTaBiIeH Ha caiite http://brugadadrugs.org.
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Tabnuya 17. [lepeuensv nexapcmeeHHblx npenapamos, NPOMuUGONOKA3AHHbIX OONbHBIM
cunopomom bpyeaoa

IIpenapartbl, NpUMeHeHHe KOTOPbIX

Kiaace JICKAPCTBEHHBIX
NMPOTUBOIOKAa3aHO (0Tmeqeﬂa

HpenapaTbl, NMPUMEHCHUSA KOTOPbIX

npenaparos JKeJIaTeJIbHO U30eraTnb
ApPUTMOIe€HHOCTD)
Aiimanus;
AMHOIAPOH;
(hexanHUz;
LIMOEH30JINH;
TUTMCUKauHHN];
AHTHapUTMUYECKHE JIM30IHPaMUIL;
MIPOKaNHAMUT; R
Tpernaparsl: JMJOKaNH";
nponadeHoH;
X HPOIIPaHOJIOI;
UTATMHUHY,
. BepanaMu
STAIU3UH
Kap6amazenus;
aMeMasuH;
AMUTPUNTUINH; JIOCYJICIIVH;
KJIOMHITPaMHH; JIOKCETINH;
JIe3UIIPaMUH; (yokceTuH;
MpenapaTsl JIUTHS; (ryBOKCaMuH;
IlcuxoTpomnHsle mpenapaTsl
JIOKCAInH; HMHUIIPAMUH;
HOPTPUNTWIINH; MaInpoOTHJINH;
oKckapOa3ennH MTApOKCETHH;
TpudTOopHepazuH npedeHa3nH;
(heHuTOUH;
THOPUAA3UH
bynuBakaus;
y ’ Keramus;
AHECTETUKH U aHAJIBI€THKH MPOKauH;
Tpamanon
mponoon
JlemMeHruapuHar;
ATETHIIXOJNH; JudeHruipamMus;
aJIKOTOJTIb (TOKCHYHBIE J0361); sapodoHwmii;
Hpyrue npenaparsl
KOKauH; MHJAaMH]L;
SPrOHOBUH METOKJIOTIPaAMH/L;

bepdenaaun/dexcodhenanuu

Ipumeyanus:

* — naHHBIe Ipenaparbl OTCYTCTBYIOT B mepeuHe Ha caiite http://brugadadrugs.org, omHako OHH BKIFOUEHBI B

NEePeUCHb HAa OCHOBAaHUHM MX OCHOBHOT'O MCXaHU3Ma ﬂCﬁCTBHﬂ — 6J'IOKI/IpOBaHI/I$[ HATPUCBLIX KaHAJIOB,
AN

— HNPUMCHCHHC JIMAOKAMHAa B Ka4C€CTBE MCCTHOI'O AHCCTCTHKA HNPCEACTABJIIACTCH 6630HaCHbIM, 0COOEHHO npu
HCITIOJIH30BAHUH HEOOIBIINX J03 nperapara B COUCTAaHNU € aIpCHAJIMHOM

2.5.2.5.2. Umnnanmayus kapouosepmepa-oepuopuiiamopa

NmrmradTanus kapauoBepTepa-aehuOpuiumsiTopa SBISIETCS €IUHCTBEHHBIM
METOJ/IOM, ITO3BOJISIONIMM CTaTHCTUYECKH JIOCTOBEPHO YMEHbIUTh puck BCC
O0onpHBIX cuHApoMoM bpyraga. MMmnanTtanusi kapauoBeprepa-aepuoOpuisitopa
MoKa3aHa MalueHTaM, MEePEKUBIIAM BCC, OOJILHBIM, UMEIOILIUM

JIOKyMEHTUpPOBaHHbIE ycToWuuBble mapokcu3mbl JKT mnm snuzonst K, a Taxxe B
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clydae KJIMHUYECKUX TMPOSBICHUHN, Hanboiee BEPOSTHO, OOYCIOBICHHBIX
BO3HUKHOBEHUEM OMACHBIX ISl dKU3HU APUTMUM.

NmmnnanTanus kapauoBeprepa-nepuOpumiaropa He MoKa3aHa MalueHTaM C
OKTI'-penomenom  bpyraga, He WMEIOMUM  KIUHUYECKUX  MPOSBICHUIN
3a0oneBanus. B atom ciyuae mns onenku pucka BCC U BO3BMOXHOTO BBISIBJICHUS
OECCUMITOMHBIX >KETyJIOYKOBBIX HApYUICHUH pUTMA CcepAla Leaecoo0pa3Ho
MPOBEICHUE KOMIUICKCA HMHCTPYMEHTAIBHBIX WCCIIECIOBAHUNM, BKIIFOYAKOIIETO
BHYTPHUCEPIAECYHOE ANEKTPOPU3NOTOTHIECKOE HCCIIEIOBAHUE Bon).
HeB03MOKXKHOCTh MHIYKIIUH KEITYAOYKOBBIX apPUTMHI B XOJE€ 3TOTO MUCCIEIOBAHUA

yKa3bIBaeT Ha HU3KuM puck passutus BCC.

2.5.2.5.3. Meouxamenmo3stoe neuenue

JlekapcTBEHHBIE TpeMmapaThl, MOJABISIONIANEC TOK KAJIMEBBIA TOK Iy, WM
aKTUBHpYIOUE TOKU Ing U lc; moTeHnmanbHO MOTYT ObITh 3(G(EKTUBHBI Y
O0onpHBIX cuHApoMoM bpyrama. Cuctmaruueckuil npuéM XWHHUIMHA (TIperapaT B
Poccun He 3apeructpupoBaH) pexkoMeHjoBaH mnanueHTam ¢ MKJ[ mpu yacThix
penuanBax  JKEIYJOYKOBBIX  aputmuid. [lpumeHeHwme 9sTOoro  mpemapara
1eJIeCO00pa3HO M IJIsl TIOJABICHHS HAKETYJAOYKOBBIX apUTMUIA, €CIH TaKOBBIE
UMEIOTCS. XUHUAMH JOJOKEH Ha3HAuaThbCid B TEX CIydasX, KOTJa HMEIOTCS
MIPOTUBOIIOKA3aHUsI K UMIUIAHTAIIMKA KapuoBepTepa-aehuOpuIssTopa Wik Kormaa
OONBHBIC KAaTETOPUYECKH OTKA3bIBAIOTCS OT HMMIUIAHTAIIMK JTOTO YCTPOMCTBA.
Onucano >dexTuBHOEC TMPUMEHEHUsT U30MpoTepeHosia (mpemapat B Poccum He
3apETUCTPUPOBAH)  JJII  KYNUPOBAHHWS  HEMPEPBIBHO  PEIMIMBUPYIOIINX
JKEITYJOYKOBBIX aApPUTMHK, TPUBOIANIMX K dacToMy cpabaTteiBanuio WK]I

(«dMEeKTpUIECKOMY IITOPMY») y OOIBHBIX CHHAPOMOM bpyrana.

2.5.2.6. Ilpodpunakruka

[Ipodunaktuyecknue MepONpHUITHsI, PEKOMEHyeMble OOJbHBIM CHHIPOMOM
bpyraga, BKIIOYarOT IOJHOE MWCKIIOYEHHE IpHUEMA IPOTUBOIIOKA3AHHBIX UM

JeKapCTBEHHBIX mpemapatoB (cM. Tabm. 17), He3aMeMIMTENbHBIA — IpHEM
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YKAPOIIOHMKAIOIIUX JIEKAPCTBEHHBIX MPENapaToB MPHU MOBBILIEHUU TEMIIEPATYpHI,
a TaKk)Ke OTKa3 OT MOCEIEeHUs! OaHU, CAyHBI U APYTUX MAPHBIX.

[Tockonbky cunznpom bpyraga — HacnencTBeHHOE 3a00JIeBaHUE, IEPBBIM U
€AVMHCTBEHHBIM TMpOsIBIEHUEM KoToporo MmoxeT Obite BCC, Heobxoaumo
oOcienoBaHue BceX ONM3KUX POIACTBEHHUKOB OOJBHOIO, @ TaKXKe IPOBEICHUE
CEJIEKTUBHOI'O MOJIEKYJISIPHO-TEHETUYECKOIO CKPUHUHTA, B ClIyyae OOHapyKEeHUs Y

0oJibHOTO cUHAPOMOM bpyrana reHeTuyecKkol MyTaluu.

2.5.2.7. IncnancepHoe Ha0/I01eHUEe

Bce 6onbpHBIE cHApoMOM bpyraja A0MKHBI HAXOAUTHCS O] MMOCTOSIHHBIM
HaOJIOZICHUEM KapAHOJora B CHEHUATM3UPYIOUIUXCS Ha JICYEHUU BPOKIAEHHBIX
JKEJIyJOYKOBBIX apUTMUN MEAULUHCKUX LICHTPaX.

[MTammentel ¢ MK/ momkHBI NPOXOAWTH PETYJSPHBIA TEJIEMETPUYECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOTO  YCTPOMCTBA C  PEKOMEHJIOBAHHOW UM

MEPUOANIHOCTRIO (HO HE pekKe OJTHOTO pasa B TO1).

2.5.3. Kamexonamun-3asucumas  NOIUMOPPHAA  HCEAYOOUKOBAA
maxukapous.

2.5.3.1. Beenenue

Karexomnamun-3asucumas nomumopduas XXT (Catecholaminergic ventricular
tachycardia; CPVT) — wHacnmencTtBeHHOe 3a0o0JieBaHUE, MPOSBIISIONICECS
napokcuaMamu noJuMmopdHoi uinu aByHanpapieHHoW JKT, BO3HUKAIOMIMMHU Ha
¢doHe (u3MUECKOW HArPY3KH WM 3MOIMOHAIBHOTO ctpecca (puc. 35), Hepeako
OPOTEKAIOIMMU € TOTepell  co3HaHus. 3aboJeBaHUE  XapaKTEpU3YeTCs
3JIOKQYECTBEHHBIM TeYeHHEeM U BbICOKMM puckom BCC mnpu oTCyTCTBUU
aZieKBaTHOTO JieueHus. [lepBble CUMITOMBI MOTYT IIPOSIBUTHCSI B BO3pacTe OT 2 10
36 ner (B cpemneM, B 8 1metr). B 30-33% ciydyaeB B ceMeilHOM aHaMHe3e
BcTpevarorces ciydan BCC B mumamenyectBe. Y 60% O0IBHBIX pa3BUBACTCS XOTS

Obl 0;TMH 0OMOpPOK B Bo3pacte a0 40 ner.
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'Ii FEANDATEIE. ucc '.'-I:I?E_HH
iﬁ-' —*-l-ﬂ- -ae;

Puc. 35. Dnuzoovl kamexoramun-3a8ucumott NOIUMOPGPHOU dHceny0ouKosou maxuxkapouu uz 16
komniexcos (A), 10 xomnnexcos (b), 11 xomnnexcos (C), ¢ uacmomoii 260-307 yo./mun,
3apezucmpupogannvle npu cymounom mounumopuposanuu IKI' no Xonmepy 6o epems
IMOYUOHATILHO2O CIMpecca (HANPANCEHHbII pazeosop no mened)ony) y bonvHo2o 36 nem.
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2.5.3.1.1. Dnuoemuonocus.

UctuHHas pacnpocTpaHEHHOCTh 3a0oJjieBaHUA B OOIIEH MOMYJISIIIUU
HEU3BECTHA, MOCKOJIbKY BHE MpHUCTyna y 0oibHbIX HAa DKI' OTCYyTCTBYIOT Kakue-

h1%(s0) CHCHI/I(I)I/I‘-IGCKI/IG n3menenus. Ilo HCKOTOPBIM JJaHHBIM, OHa MOJKCT JOCTHUI'aTh

1:10 000.

2.5.3.1.2. Omuonozus

Karexonamun-3aBucumas nosumopdHass KT sBiseTcss HaciaeacTBEHHBIM
3a00JIeBaHUEM, O0YCIIOBIIEHHBIM HapYUICHUSIMU BHYTPUKJIETOYHOIO OOMEHa HOHOB
Ca’* BerenctBre MyTanmii renos RyR2 u CASQ?2.

Y 30-35% OonpabIXx MyTanuu B reHax RYR2 u CASQ2 oTcyTcTBYIOT, YTO
YKa3bIBA€T HA T€HETHUYECKYIO0 I€TEPOreHHOCTh 3a00JIEBaHNS U MTO3BOJIIET OXKHUAATh
oOHapy>K€HHE HOBBIX MYyTallUMi, MPUBOJALIMX K BOSHHUKHOBEHHUIO 3a00JI€BaHUs, B
nanpHedmeMm. OmnMcaHbl cilydad OOHAapyKe€HUs Yy OOJbHBIX KaTeXxOoJaMHH-

3aBucumoit nogumopdroi KT myramuit B renax KCNJ2, ANK2, TRDN u CALM1.
2.5.3.2. Knaccupukanus

Onucanbl 1Ba T€HETUUECKUX THUIA KaT€XOJaMUH-3aBUCUMON MOIUMOPPHON
XT (tabm. 18).

[lepBbrit Tunm 3a0osieBaHusi OOHAPYX)UBAOT y 65% maruenToB. bone3Hb
HaclleqyeTcs MO ayTOCOMHO-JOMUHAHTHOMY TMpPHUHIMUIY U  0O0ycCJIOBIIEHA
MyTalMsIMU TeHa paitHoauHoBoro penentopa (Ryanodine receptor — RyR2). Otot
peuenTop SABISIETCS BHYTPHUKJIETOYHBIM KaJbLHMEBBIM KaHAJIOM, PacOJOKEHHBIM
Ha MeMOpaHe CcapKoIIa3MaTH4YecKOoro peTukyiyma. Ero nedekr Beger K
HapyILICHUIO KaJbIMEBOTO TOMEOCTa3a, YTO COIMPOBOXKAAETCS BO3ZHUKHOBEHUEM
MO3HUX MOCTIACTIONAPHU3ALNI, MHUIMUPYomuX pa3sutue XKT.

Bropoii Tun karexonaMmuH-3aBucuMon nonumopduoi KT oOHapy uBaoT y
3-5% OonbHbIX. 3a0oJeBaHUE HACIEAYETCS IO ayTOCOMHO-PELECCUBHOMY

OPUHLKIY U OOYCIOBJICHO MYTAalMsIMU T€Ha, KOIUPYIOLIEro KalbCEKBECTPUH
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(calsequestrin — CASQ2) — 06eoKk, WrparoIIuii POJIb OCHOBHOTO KaJILITUEBOTO

pe3epByapa B CApKOIIa3MATHUYECKOM PETUKYIYME KapINOMHUOLIUTOB,

Tabauya 18. Monekynapro-eenemuueckas Kiaccughukayus KamexoiamuH-3a6UCUMOn
HCENYOOUKOBOU MAXUKAPOUU

Tun I'en Koaupyempslii 0enok HacuaenoBanue Pacnpocrpanénnocts
AyTOCOMHO-
CPVT1 RyR2 PaitHomHOBBIH penienTop 65%
JOMHHAHTHOE
AyTOCOMHO-
CPVT2 CASQ2 KanbcexBectpun 3-5%
pelieccuBHOE

Ipumeuanue: CPVT — xamexonamun-3a8ucumas NOIUMOPPHAS HCeLyOOUK08aAs MAXUKAPOUs

(catecholaminergic polymorphic ventricular tachycardia)

2.5.3.3. IuarHocTuKa

[IpoBeaenne Harpy304HOol NpoObl HA TPEAMHIIE WM BEJIOIPrOMETpPE
MO3BOJIIET UHAYLUPOBATh NAPOKCHU3M MOIUMOPPHON KEITyAO0UYKOBOU TaxUKapIUU
y MHOTHX Oo0sbHBIX. [Ipr 3TOM XapakTepHO MOSIBJIEHUE U MOCTENEHHOE, MO Mepe
HapacTaHWs HArpy3KHd, YBEJIIMYECHHUE >KEIIyJOYKOBOM JKTONMUYECKOW AKTUBHOCTHU
BIIOTH JI0 MHAYKIMHU ycToiunBoro napokcusma KT unu cepun «mpobexer» KT.
B HEKOTOpBIX ciyyasx NpH HEBO3MOXKHOCTU IMPOBEACHHS MPOOBI ¢ (Pu3nyecKoin
Harpy3koil NOpUMEHSIOT (apMaKOoJOTrMUYEeCKHE IPOBOKAIIMOHHBIE MPOOBI C
aIpEHAIMHOM WM HW30MPOTEPEHOJIOM. bDBOJIbBHBIM  KaTeXOJ0aMHUH-3aBUCUMOU
nonumopdHoit KT xapakrepHa TakKe MHAYKIUS CyIPaBEHTPUKYISAPHBIX apUTMUN
Ha ()OHE aKTHUBALMHU AJAPEHEPTUUECCKUX BIUSHUI.

BaxxHyto poib B JUAarHOCTUKE 3a00J€BaHUS MOXKET UIpaTh JIMTEIbHOE
MoHutopupoBanue IKI' ¢ TOMONIBI0 IEPEHOCHBIX YCTPOUCTB U UMILIAHTUPYEMBIX
MIETIIEBBIX PETUCTPATOPOB.

Buytpucepneunoe 9®U npu karexonamuH-3aBUcUMON noauMopdHoit KT
0OBIYHO HEMH(OPMATHUBHO.

MonekyasspHO-TEHETUYECKHE METObI UTPAIOT BaXKHYIO POJIb B JUArHOCTUKE
3a0oneBaHnii. AHanu3bl Ha OOHapyxkeHume mytanuii B reHax RyR2 u CASQ2

PEKOMEHIOBaHbl BCEM OOJIbHBIM KaTexosiaMuH-3aBucuMON nonumopduoit KT u
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NaeHTaM, KIMHUYECKUE MPOSABICHUS KOTOPBIX C OOJIBIION BEPOSTHOCTHIO MOTYT
OBITH 00YCIIOBICHBI 3TUM 3a00JI€BAaHUEM, OCOOCHHO MPHU OTATOMIEHHOM CEMEHHOM
aHamuese. B ciiydyae oOHapyxeHUs! y O0JIbHOTO MaTOTHOMOHUYHOW T€HETHYECKOM
MyTalMy IPOBEICHUE CKPUHUHIA, HAMPABIECHHOTO HA BBIABICHHE 3TOW MYTallUH,
PEKOMEHJIOBAaHO BCEM OJIM3KUM POJICTBEHHHKAM, JaXX€ MPU OTCYTCTBUU y HHX

KJIMHUYECKUX MPOSIBICHUH 3a00JIeBaHUs.
2.5.3.4. IndpdepeHuuaibHas TMATHOCTUKA

Karexonamun-3aBucumyto nomumopduyto KT crnenyer nuddepeHImpoBarhb
OT JPYrUX BO3MOXHBIX TPUYMH CHHKOMAIBHBIX COCTOSHUM, YUHUTHIBas
OTHOCUTEIBHO MOJIOJION BO3pacT OOJIbHBIX, MPEKIE BCEro, OT SMUJIEIICUU U Ba30-
BarajbHbIX OOMOPOKOB, a TakkKe OT JAPYrMX BPOXKAEHHBIX KEITYJOUKOBBIX

HApyUIECHU pUTMA CEPALIA.

2.5.3.5. Jleuenue
2.5.3.5.1. Obwue pexomenoayuu.

bonbHbie KaTexosaMuH-3aBUCUMON momuMopdHO KT momKHBI OBITH
UHGOPMHUPOBaHBI 00 OMAacCHOCTH U HACJIEACTBEHHOM XapaKTepe CBOEro
3a0oneBanus. Bce manuMeHThl JOKHBI TMOJYyYUTh OOLIME PEKOMEHIAlUU
IPEKPaTUTh 3aHATUSA NMPOPECCUOHANBHBIM CIOPTOM U HU30€raTh MPOBOLMPYIOIINUX

YKEITYJOUKOBBIE apUTMUU (U3UUECKUX HArpy30K M IMOIMOHAIBLHOTO CTpecca.

2.5.3.5.2. Meouxkamenmo3sHnoe neyeHue

MenukamMeHTO3Hasi Tepamus SBISAETCS OCHOBOW  JICYCHHS JAHHOTO
3a0oneBanus. BceM OOBHBIM MMOKa3aH MOCTOSIHHBIN MpUéM [-aapeH00I0KaTOpOB,
HEe oOJagalIMX BHYTPEHHEW CHUMIIATOMUMETUYECKOM aKTUBHOCTHIO. JlJis
NPEAYNPEKIACHAS PEIUINBOB APUTMHUH OOBIYHO TPEOYIOTCS OOJBIIUE J103bI
IpernaparoB, MOAOOP KOTOPHIX JODKEH OCYIICCTBISATHCS WHIWBHAyaNbHO. Jlis
omeHKH A(PGEKTUBHOCTH MPOBOJUMOTO JICUEHUS IIEIeCO00pa3Hbl TOBTOPHBIC

IPOBOKAIlMOHHBIE MPOObI ¢ Qu3nyeckoir Harpy3kod. Ha »sddexTuBHOCTD
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IPOBOJMMOIO JIEYEHMsS] YKa3bIBa€T HEBO3MOXKHOCTh IOBTOPHOM WHAYKLUHU
nmapokcu3sMoB KT w®  gpyrux MpOsSBIEHHUN KEIYJOYKOBOM  3KTOMHYECKOU
aKTUBHOCTH BBICOKMX Tpagauuil (mapHodl XKD, kenyaouykoBOW OWreMUHHM U
«tpodexex» KT).

Henocraroynass INpUBEPKEHHOCTh IALMEHTOB K TEpaluu  SIBISIETCS
OCHOBHOW NMpPUYMHOMN penuanBoB nmapokcuzMoB JKT. Bce OonbHbIE HOTKHBI OBITH
UHGOPMHUPOBaHBI 00 OMACHOCTHM  PE3KOro  NpeKpalleHus JedeHus -
aZipeHO0JIOKATOPaMU B CBSI3M C BBICOKMM PUCKOM BO3HMKHOBEHMSI ONACHBIX IS
KU3HHU apUTMUI Ha (DOHE CUHAPOMA OTMEHBI.

HNMeroTcst orpaHudeHHble JaHHble 00 3((EKTUBHOCTH BepamamMuia Hu
¢nexaununa (B Poccun He 3aperucTpupoBaH) B NpoUIAKTUKE PEUUAMBOB ATOU
¢dopmbl XKT. JlanHble TpenapaTbl MOTYT OBITh HCHOJB30BAHBI COBMECTHO C [3-
aZpeHO0IOKaTOpaMU B CJIy4asX HEJOCTaTOYHOM 3()PEKTUBHOCTH MNOCIEAHMX,

OJIHAKO WX Ha3zHaueHue TpeOyeT 000N OCTOPOKHOCTH.

2.5.3.5.3. Umnnanmayus kapouosepmepa-oedpubpuiisimopa

NmmnanTanus kapadoBepTepa-aeduOpmiuisTopa MokazaHa OOJIBHBIM, Y
KoTOpbIX mapokcu3mbl KT mpomoimkaroT penuauBupoBaTh Ha (oHE JedeHHs [3-
aapeHoOJoKaTopaMHd, a TakkKe OOJIbHBIM  KaTexonamuH-3aBucumon KT,
nepexxuBmuM  ocTaHoBKy cepana (BCC). B ciydae ecnu O0apHOM TEpexui
OCT@HOBKY CepAlla [0 Ha3Ha4YeHUs eMy [-aJpeHOOIOKAaTOPOB, YYHUTHIBAs
3JIOKAYECTBEHHOE  TEueHWe  3a00JieBaHMs, PEKOMEHJOBaHA  WMILJIAHTAIUS
KapAnoBepTepa-aepuOprmIsITOpa 1 Ha3HAUCHNE MEANKAMEHTO3HOTO JieueHus. Bee
OonpHBIE KaTexonamuH-3aBucumoit nonuMmopduoi KT ¢ UKJ[ nomxHbl nonyyaTh
MEIMKAMEHTO3HYI0 Tepanuio B TOJHOM o00BéMe. CrlemyeT OTMETUTh, YTO
6one3neHnbie paspsaasl MK/[ mpoBomupyoT BRIOPOC KaTEXOJIAMHHOB, YTO MOXKET
CIIOCOOCTBOBATH HEIMIPEPHIBHOMY PEIUANBUPOBAHUIO XT, MOATOMY
11€JI€CO00pa3HO MPOTrPaMMHUPOBAHKE 0OJiee NITUTEIHHBIX BPEMEHHBIX MHTEPBAJIOB

MEXIy HAaHOCUMBIMHU YCTPOMCTBOM pa3psiIaMHu.
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2.5.3.5.4. JleeocmoporHss weltinas CUMnamudecKas 0eHepeayusl

[lomy4yeHsl BecbMa OrPAHMYEHHBIE W IPEABAPUTENbHBIE JAHHBIE 00
3((HEKTUBHOCTH JIEBOCTOPOHHEW IIEHHON CUMIATHYECKON JEHEpBAllUU IpU
KarexojgamuH-3aBucumoinn nonumopduoit XKT. Ilponenypa uenecooOpasna mpu
HEJOCTaTOYHOW H(PQPEKTUBHOCTH [-apeHOOJIOKATOpPOB WM MpU  HAJTUYUU
IIPOTUBOIIOKA3aHUN K HMX NpUMeHEeHUI0. OTAaJ€HHBIE pe3yJbTaThbl INPUMEHEHUS

ATOTO METOJIa JICUCHHUS TIPU JJAHHOM 3a00JICBAaHHU TIOKA HE TTOTYYCHBI.
2.5.3.6. Ilpopuinakruka

B nmensax ymessmieHus pucka Bo3HUKHOBeHMs KT  mammentram
PEKOMEHAYETCSl MPEKPaTUTh 3aHATHSA MPO(ECCHOHAIBHBIM CIOPTOM U H30eraTh
MPOBOIUPYIOIIUX  KEIYJOYKOBBIE  apUTMUHU  (U3UYECKHX  HArpy30K W
AMOLIMOHAJILHOTO CTPECCa.

ITockonbky KaTeXOoJaMUH-3aBUCHUMas nosmmMopdHas KT —
HaCJIeJICTBEHHOE 3a00JIeBaHNE, TICPBBIM M €IMHCTBEHHBIM ITPOSIBIEHUEM KOTOPOTO
MoxeT ObiTh BCC, HeoOXxomuMo o0OcienoBaHuE BCEX OJU3KUX POJICTBEHHUKOB
OOJIbHOTO, a TaK)Ke IPOBEJACHUE CEICKTHBHOIO MOJCKYISIPHO-TEHETHYECKOTO
CKpUHHMHTA, B cllydae OOHapyXeHus y OOJBHOTO KaTeXOJaMHH-3aBUCUMOMN

nosmmopdHoit KT renernyeckoit MyTaum.
2.5.3.7. lucnancepHoe Ha0 110 1eHHe

Bce OonbHble KaTexonamuH-3aBUCHUMOW noauMopdHoir KT  qoiKHBI
HaXOJUTBCS oz IIOCTOSIHHBIM HaOJII0IeHuEM KapnuoJsora B
CHEUUAIM3UPYIONIUXCS Ha JICYEHUM BPOKIAEHHBIX JKEIYAOYKOBBIX APUTMHI
MEIUIMHCKHUX LIEHTPAX.

[Tamenter ¢ WMKJl DOMKHBI MPOXOAUTH PETYISPHBIA TEIEMETPUUYECKUN
KOHTPOJIb  HMMIUIAHTUPOBAHHOTO  YCTPOMCTBA C  PEKOMEHJIOBAHHOW UM

NEPUOIUIHOCTHIO (HO HE PEeke OJJHOTO pasa B TOJ).
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2.5.4. Cunopom yxopouennozo unmepeana QT
2.5.4.1. BBenenue

Cunapom ykopouernoro uarepsaiga QT (Short QT Syndrome; ShortQTYS)
SBIISIETCSL PEIKUM 3a00JI€BaHUEM, PACIPOCTPAHEHHOCTh KOTOPOTO B MOIMYJISALUN B
HacTosimiee Bpemsi Heu3BecTHa. CBsi3b  ykopoueHHoro wuHTepBana QT ¢
NapOKCU3MaMH MepIATENIbHOW apUTMHUHM U (PUOPUILISIIMEN KEITyJOUKOB BIIEPBbHIE
onucana [. Gussak B 2000 r.

OCHOBHBIMU ~ KJIMHUYECKMMH TPOSIBICHUAMU 3a00JI€BAHUS  SIBIISIFOTCS
CHHKOTIAJIbHBIE  COCTOSIHHSI,  OOycnoBieHHble  mapokcu3mamu KT, dro
CONPOBOXKJIAETCsI NOBBIIEHHBIM puckoM BCC, cimydyanm KOTOpOW OIMCAHBI Y
OOJBHBIX BCEX BO3PACTHBIX IpyIil. J[OCTaTOYHO yacTo 3a00JieBaHUE MPOSBISAETCS

TAKIKC ITapOKCU3MaMU MepuaTeanoﬁ ApUTMHUH.

HacneszaHHe 3a00J1eBaHM OCYHICCTBIIACTCA 110 ayTOCOMHO-

JIOMHUHAHTHOMY THITY.
2.5.4.1.1. Dnuoemuonocus

PacripocTpaHéHHOCTD 3a00JICBaHUS B TIOMYJISIIUNA HEU3BECTHA.
2.5.4.1.2. Dmuonocus

VYkopouenue wuHtepBasia QT BBI3BIBAIOT MyTallUM B TIE€HAX KaJIMEBBIX
KaHAaJIOB, TIPUBOJIAIIME K YCHIIEHHIO FeHepupyeMbIX uMH TokoB K, ykopouenuro
JUTUTEILHOCTH (Da3bl penojiipu3aliuyd TMOTEHIHAIa JEeUCTBUS W YMEHBIICHHUIO
MIPOJIOJDKUTEILHOCTH pedpaKTepHBIX MEPHOI0B BO3OYANMMBIX TKaHEH cepiila, 4To
COITPOBOXKIAETCS YMEHBIIEHUEM JUTUHBI BOJIHBI BO30YXIEHUS,

npeapacioiaraineM K BOSHUKHOBEHUIO apUTMHUI 110 MEXaHU3MYy re-entry.
2.5.4.2. Knaccuguxanus

Onwucanbl 3 MOJCKYJSIPHO-TCHETUYECKUX THIIA CHHIpoma (Tadi. 19).
Hannple MyTanuu oOHapyxuBatoT Juimb Yy 20% OOJBHBIX CHHAPOMOM

ykopouyeHHoro unrepsaia QT.
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Tabruya 19. Monekynsapro-eenemuueckas Kiaccu@ukayus CUHOpOMa yYKOpO4eHHO20 UHMeP8ana

QT
HN3menenue
Tun I'en Konupyemblii 6es10k
HOHHOI'0O TOKA
ShortQTS1 KCNH2 o-cyObeanHMIA KanueBoro kanaia Kv1l.1 VYceunenune ly,
ShortQTS2 KCNQ1 a-cyOBeIMHUIIA KaTneBOro kaHaa Kv7.1 VYeunenue lys
ShortQTS3 KCNJ2 a-cyObeauHuIa KaarneBoro kanana Kir2.1 Veunenue lg;

2.5.4.3. JluarnocTuka

XapakrepHpiMu u3MeHeHussMu OKI' mpu TaHHOM CHHIpOME SIBIIIOTCA
YMEHBIIICHUE  TpojaopKuTeapbHOoCTH  uHTepBasioB  QT/QTc  w  BhIcOKHH
CUMMETPUYHBIH 3yOenr T B TpaBbIX NPEKOPAMATBHBIX OTBeACHUAX (puc. 36)
OnuchIBalOT TaKXe MPOSIBJICHUS OOpPaTHOM YAaCTOTHOW 3aBUCHUMOCTH BEJIWYHHBI
uaTepBata QT — yKopodeHHWE 53TOro IOKa3aTelsl MPU CHIDKEHWH YacCTOTHI

CCPpACYHOI0 pUTMA.

| I :
1HMM,,__ AL _.N_,]\’r_ﬂ_ ;MH Mnﬂ._._ f’\---__!_m_' _4! _

aviR

1

L J‘/ e e \L‘V ;\miﬂ .

L rﬁ\jﬂ.ﬂt Ko bﬁ‘""‘_“ 'F;L'" 't.,:,..;) \ J ,}L_,b

Puc. 36. OKI" nayuenma c cunopomom ykopouennoco unmepsaira QT. Bvicoxoamniumyomvie
cummempuynvie 3yoyvt T 6 Vo—V4. QT = 220 wmc.

B Hacrosimiee  BpeMsi  OUMArHOCTMYECKM  3HAYUMOM  CUHTAETCA
npoaopkuTeabHocTh QTC <330 Mmc.

Jlnarnos cuHapomMa yKopoueHHOro mHTepBaia QT Takke mpaBOMOYEH MpHU
npoaomkutenbHocTu QTc <360 Mc B Tex ciiydasix, KOT/Ia BhIABICHA T€HETUYECKas

MyTallusl, W/ CeMEWHBIM aHamHe3 oTsromieH ciaydasmu BCC, w/unu curapom
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YKOpOUYeHHOro nHTepBaia QT yCTaHOBIIEH y pOJACTBEHHUKOB OOJIBHOTO, a TAKKE Y
Tex Jul, Koropble mnepexwin BCC mpu OTCYTCTBHM y HHUX OpPraHUYECKOIO
MOpaXKEHUs ceplia.

[IpoBenenne DO@U OecCUMNTOMHBIM OOJIBHBIM HMEET 3HAYEHUE B
ctparudukanuu pucka BCC. VccienoBanue mo3BoJisieT NOITBEPAUTh YKOPOUEHUE
b (eKTUBHBIX pedpaKkTepHBIX MEPUOJIOB MUOKApJA MPEICEePAN U >KETyI0UKOB,
KoTOpbIi 00b19HO cocTaBisieT 120—-180 mc. Unaykuus @X u OI1 npu npoBeaenun
O®U peructpupyercs npu 3Tom 3aboaeBanuu B 90% ciydaes.

B Hactosiiee BpeMsi pyTMHHOE NPOBENECHHE MOJIEKYJSPHO-TEHETUYECKUX
UCCIENOBAHUM  JJI1  JAMArHOCTUKA  3a00JieBaHMS  HE  PEKOMEHJIOBAHO.
IlenecooOpa3HO  NPOBEIAEHHE  CEJNEKTHBHBIX  MOJIEKYJISIPHO-TEHETUYECKUX
UCCJIEIOBAHUM OJIM3KUX POACTBEHHUKOB OOJIBHOTO NpH OOHAPYKEHHH Y HEro

MaTOTHOMOHUYHON JaHHOMY 3a00JIEBaHUIO MyTaIUH.
2.5.4.4. IndpdepeHunanbHasi JUATHOCTUKA

Cunnpom ykopouenHoro untepBaia QT cineayer muddepenunpoBaTh OT
JAPYTUX BO3MOYKHBIX IIPUYUH CUHKOIIAJIIBHBIX COCTOSHUM, YUUTBIBAs OTHOCHUTEIIBHO
MOJIOZIOM BO3pacT OOJBHBIX, MPEXAE BCEro, OT SMUJIENCUU U Ba30-BarajbHbIX
O0OMOpOKOB, a TaK)K€ OT JAPYTUX BPOXKAEHHBIX KENyJIOUYKOBBIX HApYyLIEHUH puTMa

cepara.

2.5.4.5. Jleuenue

B memix mpodunaktuku BCC  pekoMmeHIOBaHAa ~ MMIUTAHTAIIMS
KapauoBeprTepa-neuOpusisiTopa  BCeM  OOJIBHBIM, TEPEKUBIIUM  OCTAHOBKY
cepaiia, a TaKKe TMalHMeHTaM C JOKYMEHTHPOBaHHBIMH mapokcuzmamu KT.
WNmrnanTanus kapanoBeprepa-iepuopuuisiTopa MOXKET ObITh 11eJIecoo0pa3Ha mpu
cemeiiHOM aHamHese, otsrouiéHHoMm ciaydasmu BCC. Tlpu BbIOOpe ycTpoiicTBa
MPEANOYTEHUE CIEAYET OT/AaBaTh alaparaM C JIOMOJHUTEIHBIMHU aJTOpUTMaMHU

JUCKPUMUHALIMM BO M30€XaHUE T.H. «HEMOTMBHPOBAHHBIX» pa3psanoB MKJ|
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BCJICACTBHUC OIIMOOYHOTO BOCIHIpUATUSA UM BBICOKO&MHJII/ITY,HHOI;'I T-BoaHBI Kak

BOJIHHKI R.

B cnydae yacteix perumuBoB KT u ®XK y Gompubix ¢ MKJ[ BO3MOXHO
UCIIOJIB30BaHUE MpenaparoB, yaauHstomux nuareppail QT — xunuauna (B Poccun

HE 3apETUCTPUPOBAH) U COTAJIOJIA.
2.5.4.6. IIpopunakruka

Kommiekc npoduiakTuuecKux MEpONpHUsSTHI MPH TaHHOM 3a00JIEBaHUU HE

pa3zpaboTaH.

[TockosbKy CHHApPOM YKOpO4YeHHOro uHTepBaa QT — HacneacTBeHHOE
3a00JieBaHME, TIEPBBIM M E€IMHCTBEHHBIM TMPOSBICHHEM KOTOPOTO MOXXET OBITH
BCC, neobxomuMo o6cienoBaHue BceX OJU3KUX POACTBEHHUKOB OOJBHOTO, a
TaKk)Ke MPOBEJCHHE CENEKTUBHOTO MOJIEKYJISIPHO-TEHETHYECKOTO CKPHHUHTA, B
ciiyyae OOHapyXeHHsl y OOJIbBHOTO CHHIPOMOM YyKOpOueHHOro wuHrepBana QT

T€HETUYECKOU MYTaIWH.
2.5.4.7. IlucnancepHoe HA0I0IeHUE

Bce OonpHbie cuHApPOMOM yKOpoueHHOTO uHTepBaia QT  JOIKHBI
HaXOJUThCA nozj MTOCTOSTHHBIM HaO0JII0ICHHEM KapInoJora B
CHEUAIN3UPYIOIIUXCA HA JICYCHWH BPOXKIEHHBIX JKEIYJOYKOBBIX apUTMHU
MEIULMHCKUX HEHTPAX.

[Tatmenter ¢ MK/ nOomKHBI NPOXOAWTH PETYJSPHBIA TEJIEMETPUUECKHUN
KOHTPOJIb ~ WMMILUIAHTUPOBAHHOTO  YCTPOWCTBA C  PEKOMEHJIOBAaHHOM UM

NEPUOIMYHOCTHIO (HO HE PEXKE OAHOTO pasa B roj).

2.5.5. Apummozennana oucniazua—KapouoMuonamus npasozo
JHcenyoouKa.

2.5.5.1. BBenenne

ANIIDK — reHeTMYecku ACTEPMUHHPOBAHHOE 3a00JIeBaHHWE CEplla,
KOTOpOMY XapaKTCPHO 3aMCIICHUC MHOKaApAa IMIPCUMYHICCTBCHHO IIPaBOTO
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xenynouka (I1DK) >xupoBoit u coeauHUTENbHONW TKaHsMH. Hambonee TunmyHa
JIOKalu3alus MaTOJIOTHYECKOro Mpollecca B TaK HA3bIBAEMOM «TPEYTOJbHUKE
JMCIIIa3UN», BKIIFOYAIONIEM CYOTpUKYCHUJAIbHBIE OTACNBI MPABOrO JKENIya0uKa,
€ro BEPXYUIKY W BBIHOCSIIMK TpakT. KimHuYecku 3aboJieBaHUE MPOSBIACTCS
HapymieHusiMu putMa cepaua — KO u KT, conpoBOXIArOMIMMUCS BBICOKUM
puckom BCC y nun mosogoro Bo3spacta (AJIDK sBiseTcs ofHOW M3 BeIylIUX

npuunH BCC B Bo3pacte 10 30 ner).

2.5.5.1.1. Dnuoemuonocusn

PacnipoctpanéHHOCTh 3200JI€BaHUsT B OOIICH MOMYJISIIUN COCTABISIET OKOJIO
1:2500-1:5000, mpu 3TOM ClieIyeT OTMETHTh HEOJAHOPOIHOCTh TreoTrpadudecKoro
pacnpeneneHuss u Oonee BBICOKYIO 9acToTy BhisBieHHs AJIIDK B HEKOTOPHIX
pernoHax. 3a0oJieBaHWE HECKOJIBKO Yallle BCTPEYAIOT y MYXKYHH, YeM Y JKEHIIHH

(cootHomenue 2,7:1).
2.5.5.1.2. Dmuonoeusn

Hacnencteennas mpupoaa 3a00ieBaHUs MOATBEPKAACTCS MPUOIN3UTEITHHO
B 30% cnydaeB. XapakTepeH ayTOCOMHO-JOMWHAHTHBIM THUIl HACJE€IOBaHUs, C
Pa3TUYHON MTEHETPAHTHOCTHIO TCHETHUCCKHUX MTPU3HAKOB.

Haubonee wacto ©Gonesnp oOycloOBIeHa  MyTalMsIMH B TI'eHaX
JICCMOCOMANIbHBIX OenkoB — 1uiakorimoouna (JUP), necmomakuua (DSP),
mwiakopmmaa-2 (PKP2), mecmornenna-2 (DSG2) u necmoxomuna-2 (DSC2).
Hapymenus JIECMOCOMAJTbHBIX KOHTaKTOB CHUKAET YCTOMYUBOCTh
KapIMOMHOIINTOB K MEXaHHYECKUM BO3JICUCTBHUAM (COKpAIICHUE U PACTSHKEHUE) U
noTeHIupyeT rubens kierok. Myrtauus B reHe TMEMA43, komupyromem
TpaHcMeMOpaHHbIi O0eok 43 (Transmembrane protein 43), KOTOpPbIil y4acTBYET B
pPETYISAIMA TPAHCKPUIIIMKM APYTMX TEHOB W OpraHU3allid IMPOCTPAHCTBEHHOM
CTPYKTYPBl KJIETOYHOTO sifipa, 00JIaJlaeT O4YEeHb BBICOKON IEHETPAHTHOCTHIO,
OPOSIBIISIETCST  OBICTPO MPOTPECCUPYIONIEH CEepACUHON HEIOCTaTOYHOCThIO U

COIMPOBOXKIaeTCa 04eHb BhICOKUM pruckoMm BCC.
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Onucanbl ayTOCOMHO-pelieccuBHbIe THMbI HacienoBanust AJ[IDK, koTopeim
XapakKTEpHO  COYETAHUE  KAPJUOMHONATHM  C  [AJIbMapHO-IUIAHTAPHOU
KepaToJepMUei U U3MEHEHUSIMH BOJIOC, KOTOPBIE TaK)Ke 00YCIOBICHBI MyTallUsIMU
TE€HOB JIECMOCOMANTbHBIX OenkoB. K HuUM oTHocsaT Oose3nbr Hakcoc m cuHapom
KapBamkana (mpu KOTOPOM B TMATOJIOTMYECKUN TMPOILIECC BOBJICUEH JIEBBIN

KEITYI0YCK).
2.5.5.2. KnuHu4yeckue nposiBjieHus U Kjiaccupuranus

Knunanueckue mnposisaenuss AJIDK Morytr ObITh 0OyCIOBIEHBI Kak
HapylIEHUSIMA  pUTMA  CEpAla, TaK H  IPOIPECCUPYIOIIEN  CEPAECYHOU
HEJOCTATOYHOCThIO. BBIAENAIOT ClenyIolue BapuaHThl KIMHUYECKOTO TEUYEHUS
AJIIDK:

o ckpuimuiti, npu kKotopom BCC wMoxer ObITh €IUHCTBEHHBIM
MPOSIBJICHUEM 3a00JICBaHUS;

e apummuyeckuiu, kotopoMy xapaktepHbl KD u XT, ucxopsume wu3
MPaBoOTO Kenyaouka, ¢ Mmopdosorueit komriekcoB QRS no tumy Omokassl aeBoit
HOXKH myuka ['uca (BJIHIID);

®  NPOABNAIOWULCS CepOeUHOU He0OCMAmMOYHOCHbIO0, TPEUMYILECTBEHHO
MPABOXKETYI0YKOBOM, C HAJIMYMEM WM OTCYTCTBUEM HApYIICHUI pUTMa cepalla.

AHIDK — mnporpeccupytoiiee 3a0ojieBaHUE, B KIMHUYECKOM TEUYCHUU
KOTOPOT'O BBIAEIISIFOT CIIEIYIOLIUE CTa M.

e Hauanvnasa cyoxknunuyeckas cmaousi, BO BpeMs KOTOPOH MNpOSIBICHUS
3a00J1eBaHUsl OTCYTCTBYIOT.

o  Cmaous «21eKkmpuyecKux» npossieHuil, BO BpeMsi KOTOpOil UMEIOIIHecs
y MalUEHTOB CTPYKTYPHbIE TOPAKEHUS €HIé HE NPUBOAIT K CHUKECHHIO
CUCTOJIMYECKON (DYHKIIMM MHUOKap/Aa, HO MOT'YT CIIOCOOCTBOBaTh BOSHUKHOBEHHUIO
HapyuieHui putMma cepauna u BCC.

o  Cmaous npasodiceny004KoB8ol HedOCMaAmoyYHOCMY PaA3BUBACTCS TI0 Mepe
porpeccupoBaHus 3a0oyieBaHUs, MpU OoJsibllieM OOBEME 30HBI MOPAKEHUS

MHUOKap/a MpaBoro Keiay04Ka.
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o Tepmunanvnas  cmaous,  TPOSBISIOMIASACS  OMBEHTPUKYISIPHOU
HEJOCTATOYHOCTHI0, CUMITOMBI KOTOPOH MOTYT OBITH MOJIHOCTHIO AHATOTUYHBI

JTUIATallMOHHON KapIMOMHOIIATHH.
2.5.5.3. JluarnocTuka

Juarnoctuka AJIIDK vacto npencraBisieT OONbIIYI0 TPYJAHOCTh B CBS3U C
BO3MOXKHBIM OTCYTCTBHEM CHMIITOMOB, OCOOCHHO Ha HauyaJlbHOM 3Tale pa3BUTHS
007e3HH, U HeCTIeNU(UIHOCTHIO KIMHUYECKUX MposiBieHui 3aboneBanus. AAIDK
JUArHOCTHPYIOT Ha OCHOBAaHMHM KOMIUIEKCHOHN OLIEHKH KJIMHUYECKOW KapTHUHBI U
PE3yJIbTaTOB MHCTPYMEHTAJIBHBIX M MOJIEKYJISIPHO-TEHETHUYECKUX MCCIIEI0BaHUM.

CoBpemennble auarHoctuyeckue kpurepun AJIIDK BKIIOYaOT KOMIUIEKCHYIO

OLICHKY

1abopaTopHOI

MOHUTOPUPOBAHUSA

HCCIICIOBAHMM,

PEHTIEHOKOHTPACTHOU

KJIUHUYECKOU

axoKapauorpaduu,

KapTUHBI
MHCTPYMEHTAJIBHOU

OKT 1o Xonrepy,

BEHTpUKYJIOrpapuu

3a007€BaHUsI U PE3YyIIbTATOB

JAUAarHOCTHUKU

MAarHUTHO-PE30HAHCHOU

IpaBoro

MCTOJ0B

(OKI,  cyrouHoro

MOJIEKYJISIPHO-TEHETUYECKUX

TomMorpaduu,

KeITyJouKa U

HAOMUOKapIuaIbHOM Ononicuu). OHu npeactaBieHsl B Ta0m. 20.

Jlns mocranoBku auarHoza AJIIDK meoOxommmo Hammume 2-X OOJBIIMX

KpUTEpPUEB WM 1-rO OONBIIOTO M 2-X MalblX KpUTEpUEeB WM 4-X MalbIX

KPUTEPHUEB.

Tabnuya 20. /Juacnocmuyeckue Kpumepuu apummo2enHol OUCHIA3ZUU-KAPOUOMUONATNUU

npagozo JHcenyoouKa

I'pynna npu3Hakos

Boabuiue kpurepun

MaJnble KpuTepuu

CemMeiinblii aHaMHe3

Hamrane AJIITXK y 6am3kux
poacreenHukos (I muHNN) pH
MOATBEPKICHUU TUAarH03a B
COOTBETCTBHUH C HBIHEITHUMH
KPHUTEPHSIMU;

Hamune AJIITK y Gnn3knx
pozacrBeHHUKOB (I muHUM) IpH
MOATBEPXKJICHUHU JUArH03a MO JaHHBIM
aToMOop(OIOTUUECKOT0 UCCIIEIOBAHMS

(post mortem Ha ayTONICUH WA

Hammune AJIITK y 6nm3kux
poacreeHHUKOB (I mrHMM) IpH
HEBO3MOXHOCTH MOATBEPKJCHUS ATOTO
JarHO3a B COOTBETCTBHUHM C HEIHEITHUMU
JIUAarHOCTHYECKUMHU KPUTEPHSIMU;

BCC 6nmskoro poacrBenauka (I muammM)
B Bo3pacte 110 35 5eT, KoTopas Moriia
ObITH 0OycmoBiiena AJITTK;
TloaTBepxkAEHHBIN B COOTBETCTBUU C

HBIHCITHUMU KPUTCPUAMU UJIN HA
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oromarepuaa, oJyIeHHOTO IPH
MIPOBEICHUH KaKOT0-THO0

XUPYPrHIECKOTO BMEIIATEIIBCTBA).

OCHOBAaHHUH IMaTOJIOr0aHATOMHYECKOTO
uccnenoBanus auardos AJIDK y

poncTBeHHUKOB 11 nuHuM.

PesyabTaThl BrisaBieHue y nanyeHTa reHeTUYeCKOU
TeHeTHYeCKUX MYyTAallH, CBsA3b KOTOPOM C pa3BUTHEM OTCYyTCTBYIOT
HCCJIeJOBAHUIM AJIDXK nokazana
e Heycroituusas umu ycroituusas XKT,
. . ucxoaduias u3 BeiHocsmero Tpakra IDK,
HeycroituuBas unu ycroitunas XKT ¢ .
. Moptomorueit BJIHIIT n HanpaBneHneM
Mopdonoruert kommiekcoB QRS no tumy .
. SIEKTPUYECKON OCH BHH3
BoisiBiIeHHBIE BJIHIII" 1 HanpaBJieHUEM 3JIEKTPUYECKOU

HapylLIeHUsI pUTMa

cepana

ocH BBepX (KETYJOYKOBBIN KOMILIECKC THIIA
QS B otBenenusx I, 11, aVF u ¢
npeoOnaganuem 3yona R B oTBeieHun
avL).

(>xemymoYKOBBINA KoMITIeKC THIa QS B
otBerieHnn aVL u ¢ mpeobiaganuem
3yona R B otBepenmsx I, 111, aVF) wmu
e€ HeU3BECTHBIM HalpaBJICHUEM;
Bonee 500 XKD B cyTku 10 1aHHBIM

XO0NTepOBCKOr0O MOHUTOPUPOBAHUMU.

IKI'-npu3Haku
HApyLIeHus
AenoJIsIpu3aluu U
NMPOBOAMMOCTH
cepaua,
perucTpupyemMble Ha

CHHYCOBOM pHTMe

OICUIIOH-BOJIHA (BOCTIPOU3BOIUMBIiA
HU3KOAMIUTUTYIHBINA CUTHAT MEXKIY °
okonuanuem QRS u Hayamom T B
MPEKOPANAILHBIX OTBEEHUX, yaie Vi—V3
(pI/IC. 37). °

[To3aHNE OTEHIIHAIIBI KETYJOUKOB,
olpeieNIeHHbIe KaKk MUHUMYM 1o 1 u3 3
rapaMeTpoB Ha CUTHAJI-yCPEIHEHHOU
OKT, npu gnurensrocT QRS >110 mc
Ha cta"naptHoi OKT';
OuIbTpUpOBaHHAs IIUTENbHOCTh QRS
(fQRS) =114 mc;

JUTMTeTbHOCTh HU3KOAMILTUTYIHOTO
curHana (<40 MxB) KOHeYHOH YacTH
QRS >38 mc;

CpenHee KBaIpaTHIHOE BOJbTaXa
koHeuHbIX 40 Mc QRS <20 MkB;
JUTNTeTbHOCTh KOHEUYHON aKTHUBAIUN
JKEJNYA0YKOB, U3MEPEHHOM OT HU3LLIEH
Touku 3yona S o okonyanust QRS,
Bxirodas R’ B otBenenusax Vi—V; >55 mc

npu orcyTcTBuu nojaxHou BITHIII .

IKI'-npu3Haku
HAPYIICHUS
penoJsipu3anum,
perucrpupyemMsle Ha

CHHYCOBOM pUTME

Otpunarensasie 3yons! T B mpaBbIx o
rpynsbix orBenenusx (Vi—Vs) ¢

BO3MOXKHBIM paclpocTpaHEeHHUEM Ha Apyrue
IpyJHbIE OTBEJCHNUS Y MALIMEHTOB CTapIle

14 ner npu orcyrerBun nostHoi BITHIIT .
(puc. 37) ¢ yBenMUCHHEM JTUTEIHLHOCTH

QRS >120 mc.

OtpunarenbHbie 3yOusr T B OTBeIeHISIX
V-V, y namieHToB crapiie 14 yet, He
umeromux nojanou BITHIIT nim B
oTBeieHUAX V4, Vs mn Vs,

WuBepcus 3y6moB T B 0TBeCHUSAX
V1,V,, V3 1 V, y manuenToB crapiie

14 ner, nmerontux nonayro BITHIIT .

Hapymienus o6ueii n
JIOKAJTBHOM
COKPaTHMOCTH

muokapaa ITIK no

Ixoxapauorpadus

Hapymenus tokanbHON COKpaTUMOCTH
muokapaa [TK (akuHe3ust, IMCKUHE3H)

WK aHEBpU3Ma IDK un OJWH U3 CJICAYIOIUNX

Hapymenus nokanbHOM COKpaTUMOCTH
muokapzaa IDK (akuHe3us1, JUCKuHE3Ns) U

OAVH U3 CJICAYIOIUX IMPU3HAKOB

194



JAHHBIM MIPU3HAKOB (M3MEPEHNE B KOHEUHYIO (n3MepeHre B KOHSUHYIO TUACTOMY):
BU3YAJIM3UPYIOLIHUX JMacTOoITy): =  pa3mep BeiHOCsero Tpakra IDK
METOIMK = pasmep BbIHOCsMIEro TpakT 1K no I10 MapacTepHaIbHOM AJTMHHON OCH
rapacTepHATBHON IITHMHHONW OCH 29-31 MM (pu HOpMaTH3AINH I10
>32 MM (IIpu HOpMaIH3AIUH 110 IJI0UIaId TOBEPXHOCTH Tena 16—
MJIOLIAIM TOBEPXHOCTH Tella 18 MM/MZ);
>19 MM/MZ); =  pasmep BeiHOCsMIero Tpakta [DK
=  pa3mep BbIHOCsIEro TpakTta IDK 1o KOpoTKo# ocu 32-35 MM (ipu
10 KOPOTKOM ocH >36 MM (TIpu HOpMAaJIM3alMH 110 TUIOLIAJH
HOPMAaJIM3alMH 110 TUIOLIa K noBepxHoCTH Tenma 18—20 mm/M?);
TIOBEPXHOCTH Tena >21 Mm/M); *  [UTAHUMETpHYECKas QpaKius
" [UIAHUMeTpHu4ecKas (ppaxius BeIOpoca 1K 34-40%.
BeIOpoca IIK <33%.
MarauTHo-pe3oHaHcHasi ToMorpadust
Hapymenus 1okanbHOM COKPaTUMOCTH HapymeHus nokaabHOW COKPaTHMOCTH
MHOKap/a (aKWHE3Hs, TUCKUHE3US) HIIH MHOKapAa (aKWHE3Ms, TUCKUHE3HS) HIH
acuHXpoHHOE cokpammenue [IK n oqun u3 acuHXpoHHOE cokpartneHue DK u oquH u3
CJICAYIOIIMX NPU3HAKOB: CIEIYIOUINX PU3HAKOB:
"  COOTHOILIEHHE KOHEYHOI'0 =  COOTHOIIEHHE KOHEYHOI0
nuacronmyeckoro pasmepa [DK Jquacronnueckoro pasmepa IDK
IUIOINAAN OBEPXHOCTH Tena IUIOIAAM oBepXHOCTH Tena 100—
>110 myt/m? (MyKUUHBI) WTH 109 mt/m? (MysKanHBL) Mz 90—
>100M1/M? (KEHIUHBL); 99M1/M (FKEHILHHEL);
= ®dpakus Beiopoca [DK <40%. =  @paknus Beidpoca [1K 41-45%.
PenTreHo-koHTpacTHasi BEeHTpUKY.JI0rpadus
Hapymenus jiokanbHON COKpaTUMOCTH
muokapaa IDK (axuHe3us, THCKUHE3Hs) -
win aneBpusma [DK.
Ocrarounsie (residual) kapMOMUOLIUTEI Ocratounbie (residual) kapJHOMHOLIUTEI
cocTaBisAoT <60% oT 00Iero KOJIHYECTBA coctaBtioT 60—75% ot 001Iero Kojan4yecTna
I KJIETOK MY MOP(OMETPHIECKOM aHAIN3e KJIETOK IPH MOP(OMETPUIECKOM aHAIIN3e
aHHbIE

JHAOMHMOKAPIAHAIBLHOM

(<50% npu noxacuere) ¢ GprUOPO3HBIM

3aMCIICHMECM MUOKapda, Ipyu HAJIMYNUH UIIN

(50-65% npu moacyete) ¢ GuOPO3HBIM

3aMeUICHUEM MUOKap/Jaa, Ipyu HAJIMYUU UIIN

Ouomcin OTCYTCTBHUH XKHPOBOTO 3aMELICHUS OTCYTCTBUH KUPOBOTO 3aMELICHUS
MHOKapaa XoTs Ovl B 1 OuomnraTe MHOKapja X0t 06l B 1 Ononrate cBoOOIHOM
cBoOoHO# ctenku [DK. crenku [DX.

Ilpumeuanue: AJIIIDK — apuTMOreHHas QUCTIIAa3MsI—KapAHOMHONATHS TpaBoro xemynouka, BJIHIIIT — O6xokama

neBoit HOXKH Iydka I'nca; BITHIITT — Gurokazma mpaBoit Hoxku mydka ['uca; KT — xemymoukoBas taxuxapans; KO

— XKEIIyJOUYKOBasA OKCTPACHUCTOJIUA
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Puc 37. KT 6orvnoco AIDPK. Ompuyamenvusie 3y6yvt T 6 npexopouanvhvix omeedeHusx Vi—
Vs. Cmpenkamu yKazanvl SNCUiOH-60IHbI.

B cBA3u ¢ BBICOKOM TI'€HETHYECKON TI'eTEpOreHHOCThIO 3a00JeBaHUs U
Pa3IMYHOM TEHETPAHTHOCTHIO TE€HOB, 3HAYEHHUE MOJEKYJIAPHO-TEHETUUECKUX
METOJ/IOB HCCIIEJIOBaHUSI B JIUArHOCTUKE 3a00JI€BaHUSI OTHOCUTEIHHO HEBEIIUKO,
MOCKOJIbKY JIMIIb Yy HEOOJBIIOr0 KOJWYECTBA MAalMEHTOB YIAETCS BBISIBUTH
W3BECTHBIC HA CETOJHANIHUYN JeHb MyTanuu. B cmyuae oOHapykeHust y O0JHOTO
AJIDK reHeTmyeckod MyTallMiM TPOBEACHUE CEJIEKTUBHOIO TIE€HETHYECKOTO
CKpPUHHWHIA, HAIPABJICHHOTO HA BBIABJICHUE A3TOW MYTallMU, PEKOMEH/IOBAHO BCEM

ero OJIN3KUM POJICTBEHHHUKAM.

2.5.5.4. IndpdepeHunanbHasi JUATHOCTUKA

B cnydae nmpeoOnagaHusi  KIMHUYECKUX  MPOSIBICHUH  CEplIeYHOU
HegocrarouHoctu, AJIIDK crnenyer nuddepennrpoBaTs OT APYruX BPOKIAEHHBIX
CTPYKTYPHBIX 3a00JIeBaHMI cepAlla W TEPBUYHBIX 3a00JIEBaHMI MHOKapjaa
(BpOXKAEHHBIX MOPOKOB CEpAlLa, KapauomuonaTuil). B ciayyae BO3HUKHOBEHMS
KJIMHUYECKHUX TMPOSIBICHUN B OOJiee 3peioM BO3pPAacTe BO3ZMOXKHA HEOOXOAMMOCTH

nckiarouyenus nuargosa NUBC.
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ApHATMUYECKHN

MPOSIBJISFOIIUICA

BAPHUAHT

PEUUANBHPYIOIIUMU

KIIMHUYCCKOT'O

TCUCHU A

oOMOpoKamH,

3a00JICBaHMS,

HEO00XO0IUMO

nudpepeHIupoBaTh OT IPYTUX BOZMOMKHBIX MPUYUH CUHKOMAIBHBIX COCTOSIHUM, B

TOM YHCJIC U OT APYTUX BpO)KI[éHHBIX JKCIIYAOYKOBBIX HapymeHI/Iﬁ puT™Ma cepaua.

2.5.5.5. Jleuenune

Jleuenne AJIIDK Brmouaer npodunaktuky BCC (tabn. 21) u neyeHue

CEepACYHOU

3a00JIeBaHM IIpUHOUIIAM.

HCAOCTAaTOYHOCTH,

OCYIICCTBIIAICMOC

o0mmM JUIL  3TOTO

Tabnuma 21. Pexomendayuu no npoghunakmure 8He3anHol cmepmu y 601bHbIX APUMMOSEHHOU
oucniazueti-kapouomuonamuetl npago2o HceryoouKa

Karteropusi 601bHBIX dakTopbl pHuCcKa Pexomennanuu
Nmmmanranus
KapauoBepTepa-
Ilepexxurast OcTaHOBKa CEpALIA;
nepudprmuaTopa
KyMEHTHPOBaHHbI
AOKYMCHTHpPOBA ¢ HEeoOXouMa;
N ycroitunBeie mapokcu3mel KT / N ..
Beicokuit MOCTOSIHHBIN IpUéM [3-
306 DK
puck BCC aZpeHobI0KaTOPOB;

CHHKOTAJBHBIC COCTOSHHS
(MCKITIOYEH HeApUTMUYECKUIA
reHe3)

o01ue pekoMeHIauu
(orpaHmueHNE HATPY30K);
CHUCTEMaTHYEeCKOe
HaOI0IeHNE

HuarnoctupoBaHHast | YMEpEeHHBIH

BrIpakeHHOE CHUXKEHME
CHCTOJINYECKON QYHKIINU
IPaBOTO KEIy104Ka;

Nmmmanranus
KapanoBepTepa-
IepuOpHLIATOpa MOXKET
OBITH LIeIecooOpasHa;
MTOCTOSTHHBIN TIpUEM [3-

AIITK puck BCC opakeHue MHOKapaa 000oux aapeHOoOI0KaTOPOB;
KEITyI0UKOB; o01me peKoMeHIauu
HeycToiumBbIie pooexkn KT (orpaHnueHNE HATPY30K);
CHUCTEMaTHYEeCKOe
HaOoIeHHE
Wmnnantanus
KapanoBepTepa-
nedubpmuiTOopa He
Bce ocranbHble GONBHBIE C MOKa3aHa;
Huzkwii BepU(HUINPOBAHHBIM JHAarHO30M MOCTOSIHHBIN TIpHéEM [3-
puck BCC ANITXK, He nmeromue pakTopoB a/IpeHO0JIOKAaTOPOB;

BBICOKOI'O 1 YMEPEHHOI'O pUCKa

o0IIre peKOMeHIauu
(orpaHmueHNE HATPY30K);
CHCTEMaTHYEeCKOe
HabJroIeHue

beccumnromubie HocuTenu maTorHoMOHUYHBIX AJITIK reHeTrnueckunx
MyTanuit

OO6mue peKoOMeHJaIu|
(orpaHmueHNE HATPY30K);
CHCTEMAaTHYECKOE
Ha0II0IcHNE

Ipumeuanus: AJIIDK — apur™MoreHHas qucniasus-KapAUOMHONATUs npaBoro xxerxynouka; BCC — BHe3anHas
cepaeunas cMepTh; KT — xemynoukoBas Taxukapans,; ®XK — GuOpunIsmus Kerya0qKkoB
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2.5.5.5.1. Obwue pexomenoayuu

Bce 6ombabie AJIIDK momxHBI OBITH XOpOIIO MHGOPMUPOBAHBI O CBOEM
3a00JIeBaHUH, €r0 MOTEHIIMATBHOW HACIEYyEeMOCTH, MIPOTrPECCUPYIOIEM TEUEHUH,
HEOOXOJMMOCTH CHUCTEMAaTHYECKOrO HAOMIOJIEHUS y KapAuoJiora, a Takke
COOJTIOJICHUsI KOMIUJIEKCa OOILIUX MEPONPUSITHI, HAITPABICHHBIX HA MUHUMU3ALNIO
pucka BCC. CnopTuBHBIE Harpy3Ku MOTYT CIIOCOOCTBOBaTh BO3HUKHOBEHUIO
ONAaCHBIX JUI1 JKW3HW APUTMHUH, KPOME TOrO OHM NOBBIIIAIOT MEXAHUYECKYIO
Harpy3ky Ha MHOKapJ JKEIyJAOYKOB, UYTO MOXET YCKOPATH  TEMIIbI
IIpOrpecCUpoBaHusd 3a00J€BaHUs, BOT MOYEMY HPO(ECCHOHAIBHBIE 3aHATHUSA
CIIOPTOM TPOTHUBOMOKa3aHbl kKak OonpHbIM AJIIDK, Tak u Hocurtensm

IFCHCTUYCCKHX MYTaI_[I/Iﬁ, HC NMCIOIIIMM KIMHHNYCCKHUX HpOHBJICHHﬁ.

2.5.5.5.2. Umnnanmayus kapouosepmepa-oedhpubpuiiimopa

NmmnanTanus kapauoBeprepa-nepuOpumiaropa sSBISI€TCS €IMHCTBEHHBIM
saddextuBHbIM MeTonoM npodmnaktuku BCC y 6onpabix AIDK. UMnnanTarms
KapauoBeprepa-aepuOpuwiuisiTopa mokazaHa BceM  OombHbIM - AJITDK ¢
JTOKYMEHTHpOBaHHbIMU  TapokcuaMamu KT wu  Bcem OompHbIM  AJIITK,
nepexkuBiinM BCC, B CBSI3U C BBICOKOW BEPOSATHOCTHIO PELIMANBOB OMACHBIX IJIS
YKU3HU apUTMHUM.

NmmnanTtanusa kapauoBepTepa-aehuOpwIsiTopa TakKe pPEKOMEHIOBaHa
BCEM OOJIbHBIM ¢ MOATBEPKAEHHBIM AuarHo3oM AJIIDK npu Bo3HMKHOBEHUU Yy
HUX CUHKOMNAJIbHBIX COCTOSIHUW, B OTCYTCTBUM JIPYTUX SIBHBIX MPUYUH Pa3BUTHUSA
NPHUCTYIIOB MOTEpU CO3HAHUA (IMOCKOJBKY HauOoyiee BEpOSITHAsS MX MPUUMHA —
remoiuHamMuueck He crabuiabHas KT wim @X) u npu unaykuuu XT Bo Bpems
BHyTpHUcepaeuHoro JOU.

[Tokazanuss K UWMIUIAHTAIlUM  KapJauoBepTepa-nepudpuistopa  ais
nepBuyHoil nipodmnaktuku BCC y GompHBIX AJIIDK ompenenenbr MeHee 4eTKO.
NmrnanTanus kapauoBepTepa-aeuOpmisiTopa MOXKET OBITh PEKOMEH0BaHA
OOJBHBIM C BBIPAKEHHBIM HApYUIEHUEM CHUCTOJIMYECKOW (YHKIIMM TPaBOro
JKEeTyno4yKa, MalreHTaM C BOBJICUEHHMEM B MATOJIOTMYECKHI Mpolecc MUOKap.a
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000HMX KEeITyI0UYKOB, & TAKKE MPU HATMYUHU CTIOHTAHHBIX HEYCTOMYUBBIX MPOOEIKEK

KT.

2.5.5.5.3. Meouxamenmosnoe neuenue

ITockonbky AJIIK — cTpykTypHOE 3a00€BaHHME Cepilla, Ha3HAYCHUE
aHTUAPUTMHUYECKUX TMpernapaToB, ocoOeHHO [ kiacca, MOXET CYIIECTBEHHO
yBemmmunBath puck BCC. B Hacrosmee Bpemsa k npumeHeHuto npu AJIDK
PEKOMEHIOBAHBI TOJIBKO [-aIpeHO0I0KATOPBI, aMUOAPOH U COTAJIOJ.

[Tpuém B-aapeHo610KkaToOpoB AJiA MEPBUYHON U BTOPUYHON MPOPUIAKTUKH
BCC noxazan BceM O0JbHBIM € TOATBEPKAEHHBIM quarHo3om A J{ITK.

Ha3nauenue cotanona wWid aMuOAapoOHa I€JIecO00pa3HO MpPH YaCThIX
peumauBax XT y Oonpabix AJIDK ¢ uMImmaHTUpOBaHHBIMU KapJIMOBEpTEpaMu-
nepudpusstopamu.  BpiOOp — aHTHApUTMHYECKOTO  Mpemapara  JOJKEH
OCYILIECTBIISITECA HWHIWBUAYAIBHO, C YYETOM OTPULATEIBHOIO HMHOTPOIHOTO
s dexTa coranoyia U OOJBIION BEPOSTHOCTH PA3BUTHS HECEPJICUHBIX MOOOUYHBIX
7 PeKTOB MpU ATUTETLHOM JICUeHUU amuoaapoHoM. [locnennee 0cCOOEHHO BaKHO

pY HEOOXOIMMOCTH Ha3HAYEHUS TIperapaTa MOJIOIbIM OOIbHBIM.

2.5.5.5.4. Paououacmomnas abnayust

B Hacrosiiee Bpemsi npumenenne PUA npu AJIIDK orpanudeno rpymnmoi
OONMBHBIX C WMIUIAHTUPOBAHHBIMU KapJIHOBEpPTEpaMU-AePUOPUIUIITOPAMU U
peuuauBupyomuMu - napokcusmamu KT, npu  HesdpPekTUBHOCTH y HHX
MEIUKAMEHTO3HOW aHTHAPUTMYECKOW Tepanuu. B psge ciydaeB y OOJIbHBIX
ALK oka3biBaetrcs a3 pextuBHOM PUA snukapauanbHbIM TOCTYTIOM, YTO MOKET
ObITh CBSI3aHO C OoJbllIed TIYOMHOW HAHOCHUMBIX BO3ACUCTBUU UM OObIIeH
TOJIIIIMHON (popMUpYIOIIETOCsT pyOIla, a Takke ¢ Tem, 4To y OombHbIx AJIITK
LUKJIBI le-entry yaiie J0KaIn30BaHbl B CyO3MUKApAUAIbHBIX CIOSX MUOKap/a.

WuBa3uBHbIe BMemIatenscTBa y 00abHBIX AJIIIK conpsixens! ¢ 60abILIMMu
TEXHUYECKUMU TPYAHOCTSIMH, 00yCIIOBICHHBIMU HE00XOANMMOCTBIO

I/I,Z[CHTI/I(bI/IKaHI/II/I apHTMOFeHHOfI 30HBI, FCMOI[HH&MH‘IGCKOﬁ HECTAOMJILHOCTBIO

199



uaaymupyemeix KT u puckom mnepdopanuu MOpaxEHHOW CTEHKH MPaBOTrO
XKelayaouka B xoae  mpouenypbl.  OHM  JTOJDKHBI  BBINOJHATBCA B
CHELUAIN3UPOBAHHBIX MEIWLIMHCKUX LEHTPAX, IEpCOHAI KOTOPBIX HMMEET

JIOCTaTOYHBIA OIBIT IPOBEACHUS TAKUX BMEIIATEIHCTB.
2.5.5.6. IIpopunakruka

B nmemsx ymenpmieHus pucka BCC wm 3aMmenneHuss  TEMIIOB
nporpeccupoBanus 3adoneBanus 60apHIM AJIIDK 1 6eccHMITOMHBIM HOCHUTEISM
TEHETUYECKUX MyTalluil peKOMEHYETCsl IPEKPATUTh 3aHITHUSI TPOPECCHOHATBHBIM
CIIOPTOM M M30€raTb UHTEHCUBHBIX (PU3HMUYECKUX HATPY30K.

[TockoJIbKY B psifie CiIy4aeB NEPBBIM U €AUHCTBEHHBIM nposiBaeHneM AJIIDK
okazpiBaeTcs BCC, HeoOxomumo oOcienoBaHHE BceX OJIM3KUX POACTBEHHHUKOB
OOJBHOTO (HE3aBUCHUMO OT HAJIMYMUS WIM OTCYTCTBHUSI M CTENEHH BBIPAXKEHHOCTH
KJIMHUYECKUX TMPOSBICHUNA 3a00JieBaHUs), a TAaKXKE IPOBEICHHUE CEIEKTHUBHOIO
MOJIEKYJISIPHO-TEHETUUECKOTO CKPUHUHTA, B Cilydae OOHapyXeHHs Yy OOJIbHOTO

AJIIDK naTorHOMOHWYHOW T€HETUYECKON MYTAIUU.
2.5.5.7. lucnancepHoe Ha0 10 1eHHe

YuuTeIBas mporpeccupyroniuil xapakrep 3adosneBanus, Bce 6onbHbie AJIIDK
(BHE 3aBUCUMOCTH OT (OPMBI M TKECTH 3a00JIEBaHMS), a TAKKE BBISIBICHHbBIE
OeCcCUMITOMHBIC HOCUTENN MYTallUi JOJIKHBI HAaXOJIUTHCA O/ CUCTEMAaTUYECKUM
HAOJIOICHUEM KapAUOJIOTa B CHEUUATU3UPYIOIIMXCA Ha JICUEHUHU KETYTOYKOBBIX
HApYLICHUN pUTMaA CEepJILla U CEPACYHON HETOCTATOUHOCTH MEAULIMHCKUX LIEHTPaX
C PEryJsipHbBIM €XErOJAHbIM MPOBEACHUEM KOMIUIEKCA HWHCTPYMEHTAIBHBIX
oOcnenoBanuii, BKItovarouiero perucrpamnuto IKI, cyrouHoe MOHUTOpUPOBAHUE
OKT no Xonrepy, Harpy304Hyt0 Mpo0y U 3XoKapauorpadudecKkoe UCClieJOBaHuE,
a ipu Heobxogumoctu — MPT cepana.

[Tarmenter ¢ WMKJl DOMKHBI MPOXOAUTH PETYJSPHBIA TEIEMETPUUYECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOTO  YCTPOMCTBA C  PEKOMEHJOBAaHHOW UM
NEePUOIMYHOCTHIO (HO HE PEXKE OAHOTO pasa B roj).
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3. BPAJIMAPUTMUU: TUCO®YHKIUS CHHYCOBOTIO V3JIA,
MPEJCEPIHO-KEJYI0OYKOBBIE BJIOKAIbI

3.1. Onpenesienue u Kiaaccupuranms

Tepmun 6paduapummuu 0OBEAUHSET PA3HOPOAHYIO TPYIIY HAPYIICHHUM
pUTMa cepAla, XapaKTepU3YIOIIUXCSA 3aMEUICHHONW BBIPAOOTKOM 3JIEKTPUYECKHX
UMITYJIbCOB, PETrYJSpHBIX M HEPEryJspHbIX, WA 3aMEJJICHHBIM PUTMOM
’KEJIYJJOUKOB, CBSI3aHHBIM C OJIOKaJI0¥M MpOBEJAEHUSI UMITYJIbCOB. OHU BKIIIOYAIOT B
ceOsl J1Ba BAXKHEWIIMX CHMITOMOKOMIUIEKCA: IUCHYHKIMIO CHUHYCOBOIO Yy3ia
(ACY) u mpencepano-xkenynoukoBsie (IDKB), BKitodyas BHYTPHKEyJI0YKOBBIE
(BKb) 6nokansl. Tepmun cunapom cinaboctu cunycoBoro ysna (CCCY) spunsercs
paBHouleHHBIM JICY, HO mpeamonaraeT HajlW4yhe KIMHUYECKOW CHMIITOMATHUKHU
OpaauKapauu.

JMChYHKINIO CHHYCOBOTO Yy3JIa YCIIOBHO MOJPA3AEsOT HA BO3HUKIIYIO OT
BHYTPEHHHX IPUYUH, MPEINojarasi OpraHu4eckoe MOpa)KEHUEe CHHYCOBOIO y37a
(CY), m or BHEHMIHMX MPUYUH, CBA3AHHBIX C BIUSHHEM BHENIHUX (PAKTOPOB
(aBTOHOMHBIE BJMSHUS, JEUCTBUE JIEKAPCTBEHHBIX MPEMapaToB M Jp.) MpH
orcyrcTBuM opranudeckoro mnopaxkenuss CY. K JICY oTHOCAT yCTOMYUBYIO
CUHYCOBYIO Opanukapauto, octaHoBku CY u cuHo-atpuasibHbie (CA) Oyokanipl,
MEPCUCTUPYIOIYIO0 (PUOPHILIALINIO U TPENeTaHue MpeacepAril ¢ HU3KOM 4acToTon
JKEJIYJOUYKOBBIX COKpAILlEHUN IIPU OTCYTCTBUU MEAVMKAMEHTO3HOW YpEeKaroleu
Teparuu, CHUHJIPOM TaxuKapAUU-OpaguKapand, U XPOHOTPOITHYIO
HECOCTOSTeNbHOCTh. CHHO-aTpUaibHyI0 Os0kaay nonapasaenstor Ha CA 6nokany |
crenenu (yanuuenue Bpemenu CA nposenenusi), CA Onokany Il crenenn tun |
(nporpeccuBHOoe yBenuueHue BpemeHn CA TpoBeneHHs C TOCIEAYoIIeH
omokamoit mmmynbca B CA 30uHe) m Tun |l (mepuommueckoe OIIOKUpOBaHUE
umiyiabcoB B CA 3o0He 0e€3 mnpenmiecTByromiero yeaudeHus BpemeHu CA
npoBeneHusi), a Tak ke pganekozamenmyto CA Il cremenu (GnokupoBaHue
KOKJOTO BTOPOTO WM HECKOJIBKHX CHHYCOBBIX HMITyJbCOB mnoapsn); u CA
onokany Il cremenn (mosnnas Onokama CA TipoBeeHUS C  OTCYTCTBHEM

BO30YXJEHU MpeIcepauii U3 CUHYCOBOTO y3J1a).
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Pazmuuaror mpuobperennbie u  BpoxaeHHeie [DKb. Tlo cremenwm
BBIPAKEHHOCTU HAPYIICHUHN Pa3InyaroT:

- IDKB | crenenu — 3aMeieHUe MPOBEACHUS UMITYJIbCa OT MpEeACepauid K
KEITYJ0YKaM C MPOBEJECHUEM KaKJIOT0 UMITYJIbCA;

- IDKb Il cremenu - mepuoAMYECKHE TPEphIBaHUS TMPOBEIACHUS
NpEeACepAHBIX HMITYJIbCOB Ha Keayqouku. OHa HMeeT TpU Pa3HOBUJIHOCTH:
Mobutir Tum | — GJIOKHpOBaHWE UMITYJIbCA C MPEAMISCTBYIONUM MPOTPECCHBHBIM
3aMeIJICHUEM TMPOBEJACHUST OT TMpeACepIuid K KemynodykaM (IepuoauKa
Benkebaxa); MoOuriy tun |l — OmokupoBanue umiryiabca 0€3 MpeiecTBYIOIIEro
YIJIMHEHUS BPEMEHU MPECEPIHO-KEITYA0UYKOBOIO IPOBEICHUS; JAJIEKO3aIIeIIas
I[DKB Il crenenn — OJOKMpPOBAHUE KaXKJOTO BTOPOTO WM HECKOJBKUX TMOAPS
MpEeACEPAHBIX UMITYJIbCOB.

- IDKB Il cremenn — monHas OJjoKajga TPOBEACHUS TIPEIACEPIHBIX
UMITYJIbCOB Ha JKEJIYAOYKH C Pa3BUTHUEM IOJHOW MPEICEepIHO-KETYIO0UYKOBOU
U CCOITUAIIY.

[To ynokanu3anuyu HapylUIEHWM MPOBEACHUSA B IMPOBOMSAIIECH CUCTEME CEpALa
(ITCC) BbimensawoT OyOKagpl Ha ypOBHE MpeacepaAuil (BHyTpuUIIpeAcepAHas), Ha
YPOBHE aTpuo-BeHTPUKYIsipHOro y3na (ABY), nuxke ABY. B nociennem ciyuae
BBIICJISIIOT OJIOKaIbl Ha YpOBHE Tyuyka ['nMca (BHYTPUTHCOBBIE) M Ha YPOBHE
BETBJICHUS HOXEK Myuyka ['nca (MmoJarucoBsie).

N3onupoBanHbie ONOKajpl pa3BeTBICHUN Mmy4yka ['mca o00o03HAYAIOT Kak
dacuukynspHeie (Iy4dKoBbIE) OJOKajbl: OJOKajga MpaBoM HOXKK myuyka ['uca
(BITHIIT), nepenusis BepxHsis hakuukynspHas o6mokana (IIBOB) u 3anuss HKHISA
dacuukynspuas Onokana (3H®B). KomOunanmm u3 AByX yKa3aHHBIX OJIOKaT
0003HayaroT KakK JIBYX-TTy4YKOBBIE (Ou-acumkynsapHeie) OJIOKaJIbI:
BITHIIT+IIB®b, BITHIIT+3H®b u 61okana nesoit Hoxxku myuka ['mca (BJIHIID).
[Tox TPEX-MyYKOBOM (Tpu-hacuKyISIPHOI) Os10Ka0M MOHUMAIOT
ATBTEPHUPYIONIYI0 BHYTPHKEITYJIOYKOBYIO OjoKany (MCTUHHAs TpeX-My4dyKoBas

O5okana), KOrma dYepeayloTcs JBE Pa3HOBHIHOCTH JBYX-IIYYKOBBIX OJIOKaT
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(manpumep, BITHIIT" u BJIHIIT), wim coueranue aByx-my4ukoBoit 6sokansl ¢ [DKb
I-1l crenenu.

I[lo xapaktepy Teuenuss [IDKb  paspmenstor Ha — mpexopsuiue
(MHTEpMUTTUPYIOLIKE 15R10 MapOKCU3MAJIbHBIC) u MMOCTOSIHHbBIC

(mepcuctupymomue).
3.2. PacnipocTpaHEeHHOCTH U IPUYMHBI OpagMaAPUTMHUI

3.2.1. Dnuoemuonozus

Pacnpoctpanennocts JICY He MoxkeT ObITh OIlEHEHa aJeKBaTHO H3-3a
HEBO3MOXKHOCTH Yy4eTa OCCCUMIITOMHBIX CIIy4aeB M TPYAHOCTH JTUAarHOCTUKHU
MaToJOTUYECKON OpaaukapAud B TMOMYJSIIUOHHBIX HCcleAoBaHUAX. YacTora
BbIsiBIICHUS [ICY pacrer ¢ Bo3pacToM, HO B rpynmne crapiie S0 JIeT OHa COCTaBIseT
Bcero 5/3000 (0,17%). Ha momo JICY mnpuxoauTcs OKOJIO TIOJIOBHHBI BCEX
nMiviantanuil DKC, HO 4YKMCIO HMMIUIAHTAIMKA HEAJICKBATHO OLECHHUBAET YaCTOTY
cuMInroMatnuHbIx ciaydaes JCY.

VY 3mopoBbix TuHAHKEpoB TpaHzutopHas [DKb | crenenu BcTpedaercs B
12% cnyvaeB, y Mosoasix B3pociibiX B 4-6%. IToctosunas dopma [DKB | crenenn
y B3pocibix ctapiie 20 jget Bcrpeuaercs He vatie 1%, nocne 50 get Bo3pacTaeT A0
5% u Oomee, a y ujui crapuie 65 ser Moxer npocturath 30%. Yacrora
BO3HUKHOBEHUs TpruoOpereHHoM nanekosamemmeit IDKB |l cremenn m momHoM
IDKB onenuBaercs B 200 ciiyyaeB Ha MWUIMOH B TOJ, BPOKJICHHOM IOJHOU
osokaasl — 1/20000 HOBOPOKACHHBIX.

3.2.2. llamomopgonocus

Baxwnenmen BayTpenneit npuunnoit JICY sBnsercs 3amenienue tkanu CY
¢buOpo3HON M KUPOBOW TKAHBIO, MPUYEM JEr€HEPATUBHBIA MPOILECC OOBIYHO
pacrpocTpaHsieTcs Ha MEPUHOJAIBbHYI0 30HY, MHOKapjA Mpeacepauid U aTpHuo-
BEHTPUKYJSIpHBIA y3en. OCHOBHOM mnpuuuHO#l pa3Butus npuodpereHHbix [DKbB
ABJISIIOTCSL  ITEHEPATUBHO-CKJIEPOTUYECKHE WM3MEHEHUSI BHYTPUKETYIOUYKOBOM
npoBojsmei cuctembl (0one3ns Jlenerpa), wnmu GuOpo3 U KaidbLUPHUKAIUSL
MPOBOASIINX CTPYKTYpP, UCXOISIINE U3 COCIUHUTEIBHOTKAHHOTO KapKaca cepaua
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(Oone3nn Jlea). IIpu mopokax aopTaibHOrO U MUTPAJIBHOTO KiIanaHoB (uOpo3 u
KanbIuuUKalus KIanaHHbIX Kojer MoryT pacnpoctpanatbesa Ha [ICC. ITpu UBC
nopaxenue [ICC mpoucxoaur kak B pe3ysbTaTe MHPapKTa MUOKap/Aa, Tak U MOJ
BIIMSIHUEM XPOHMYECKOM WIIEMHM MHUOKapaa. JlereHepaTuBHOMY mpoueccy
CHOCOOCTBYET BO3pacTHOM (akTop M  apTEPUOJIOCKIEPO3, COIMYTCTBYIOLIUI
apTepUaIbHON THIIEPTOHUH.

IIpu Bpoxnaennsix Kb umeercs 4 Bapuanta natosnoruu [ICC: orcyrcTBHe
CBSI3M MHUOKapa npencepauii ¢ AB y310M, npepriBaHue cBsI3u Mexy AB y3iiom u
nydykoM ['mca Ha ypoBHE TMEHETPHPYIOMIETO OTAeNa IydKa, TMpepbIBaHUe
IEJIOCTHOCTH MPOBOASINIEH CHCTEMBI HA YPOBHE BETBJICHHS HOXKEK IMydka ['mca u
HEHOpMaslbHOe (opMHUpoBaHHE C TpepbiBaHueM myuka [wuca. IlpepbiBanus
MPEACTABIAIOT CO00M (UOPO3HOE M KUPOBOE, BOZMOXKHO C KalblM(pUKATAMU,

3aMeleHue crneruanusupoBanHoit Tkanu [ICC.
3.2.3. Dmuonozus

[Tpuunner ICY u [DKB BO MHOTOM CXOXH, XOTSI UMEIOTCSL ONPEACICHHBIC
otnuyusi. B kauecTBe BHYTPEHHUX MPUUMUHHBIX ()aKTOPOB OCHOBHYIO POJIb UTPAIOT
UIMOMATUYECKHUE JereHepaTUBHbIE 3a00J€BaHNs U NlIEeMUYecKas 00Je3Hb cepla.
Kpome TOT'O MHOT'OYHCJICHHBIE UH(DEKITMOHHBIE, BOCIHAJIUTEIIbHBIE,
WHOUIBTPATUBHBIE MPOIECCHI TAK)KE MPUBOIAT K JCTCHEPATUBHBIM HU3MEHEHHSIM
CVY u IICC. B kauecTBe BHELIHUX MPUYUHHBIX (PAKTOPOB BAKHEWIIEE 3HAUCHHE
MMEIOT  BIIMSHUAS ~ JIEKQPCTBEHHBIX  IIPEMApaToB W HEWPO-KapAUaJIbHBIE
peduexropusie BausiHusg. OcHoBHblie NpuuuHbl JICY u IIXKb mnpencraBieHsl B
Tabn. 1.

Tabnuya 1. Ipuuunvr bpaouapummuii

JAucpyHKuus CHHYCOBOIO y3J1a IIpeacepaHo-xkery104K0OBbIE

0JI0KaABI

Om gnympen

HUX npu4un:

Bo3pacTHoii manonarudecKui
JAereHepaTuBHbIN pudpo3

Boue3ns Jlenerpa-JleBa (mporpeccupyoiiee
MOPAKEHUE MPOBOJISIIIECH CUCTEMBI CEpJIla)

Nimemnyeckas 60J1e3Hb cepana: XpoHUYECKas UIIeMHsi MUOKapaa, HGapKT MUOKapaa

aTEPOCKIICPOTHUECKOE, TPOMOOTHUYECKOE UITH

MHOE TIOPAKCHHUE apTEPUU CHHYCOBOTO y3JI1a

NuduniabTpaTHBHBIE IPOLECCHI: AaMUIION03, CAPKOM103, TEMOXPOMATO3,
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TuM(OTrpaHyI0OMOTO3 U IPYTUe JIUM(POMBI,
MHOKECTBEHHAsI MUEJIOMA, ITOCIICICTBUS
JIy4eBOM Tepanuu

Nudexnnonnnle 3a6oseBanus: nudrepus, bone3np Yaraca, 6one3ns Jlaiima

TOKCOILIIa3MO3, CI/I(i)I/IJ'II/IC

Konarenosbl: peBMaTu3M, CUCTEMHAsI KpacHasi BOJIYAHKA, CKIEPOIEPMHUS, pEBMATOUTHBIN
apTpuT

HeijipombimeyHsblie 3200/1eBaHNS:
MHUOTOHHUYECKas MbIIIIeUHast AUCTPOPUs,
cunapom Kearns-Sayre, muonarust Opba u
nepoHeaIbHAas MblIIeYHas aTpodust

BocnaauTteabHbIe 3200/ 1eBAHUSA

Ilepukapaur | MHOKapAUT
Xupypruuyeckas TpaBmMa
KOPPEKLUs BPOXKACHHBIX [IOPOKOB CepALa IIPOTE3UPOBAHUE A0PTAIBHOTO U MUTPAILHOIO

KJIAITAHOB, OCJIOXKHEHUE PAIMOYACTOTHOM
KaTeTepHOU abyialiuy HAKEITYJOUYKOBBIX
Taxukapaui, abamnus AB coennHeHus

HacJsiencTBeHHbIe M BPOKAeHHbIE (hJopMbI

Om eéHeuwiHux npu4un:

JlekapcTBeHHBIE MpenapaThl: 0eTa-aIPeHOOIOKATOPBI, JUTOKCHH, BEpallaMul, JHITHA3EM,
antuaputMuku | A, | C u Il xmaccoB, KIOHWAKMH, TpenapaThl JUTHS U JIP.

Heiipo-kapauaiabHble pedieKTOpHbIE BJAUSIHUS: TUTICPIYBCTBUTEILHOCTh KAPOTUIHOTO
CHHYCa, Ba30BarajibHble 00MOPOKH, pe(hICKTOpHBIE PEaKIIMHU Ha Kallelb, PBOTY,
Mouencnyckanue, 1eeKano

3J1€KTpOIII/ITHI)Ie HAPYIICHUS . TUTTOKAIIMCMUS, TUIICPKAJTUCMUS

JHJIOKPHHHBIC HAPYLIECHHS . THIIOTUPEO03, PEAKO TMIIEPTUPEO3

I'mnorepmus

IloBbllIEHUE BHYTPHYECPEITHOIO JaBJICHUSA

I'unoxcusi: sleep apnea

3.2.4. llamoghuzuonozusn

Hopmanehas ¢ynkuus CY  ocyliecTBisieTcsl 3a CYET CHOHTaHHOM
nenoyipusanuu  ero neiicMekepHbix N-kimetok (PyHKIMS aBTOMaTU3Ma) U
MPOBEJICHUS] BOSHUKAIOIIUX UMITYJIbCOB TPAH3UTOPHBIMH | -KJIETKaMU Ha MUOKap.
npeacepauii uepe3 CA 30ny (CA mpoBOAUMOCTh). ABTOHOMHAsI HEPBHAsI CUCTEMA
MoxayiupyeT pyukmuo CY, Tak 4TO TapacCHMIAaTHYECKUE BIUSHUS (AIlleTHIIXOJIMH)
CHIWXKAIOT €€, a cuMmaThdeckue (HOpaJpeHaluH) yBeauuuBaloT. Hapyuienus
J1000T0 U3 PTUX KOMIIOHEHTOB MpUBOAAT K JICY. BaxHyro poiib B TPOSIBICHUSX
JCY wurpaer ¢denomen overdrive Suppression — momaBlicHHE aBTOMAaTH3Ma
BoJUTENed puTMa OoJiee YacToW BHENIHEW WMIyJbcaled. DTOT MeXaHU3M

OnpcAcCisICT AaKTUBHOCTDH CY u IIOBCACHHNEC HMKCICKAIIIUX BOI[HTGHCﬁ purMa B
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MOMEHT MPEPBIBAHUA IPEACEPAHBIX TaXUKApAWW IPU CUHAPOME TaXUKApAUU-

Opanukapauu.

Ha nposenenne nmnynbcoB no [ICC aBTOHOMHAass HEPBHAsE CUCTEMA TaK¥kKe
OKa3bIBAaCT CYILIECTBEHHOE BIIMSHUE: IAPACUMIIATUYECKAsl CHUCTEMA YIHETAeT
npoBeaeHne 1o AB  y3ny, He BiMSAS Ha  BHYTPHUIIPEICEPOHYIO U
BHYTPUKETYIOYKOBYIO MPOBOAUMOCTh, a CHMIIATUYECKas CHCTEMA YIIy4yIIaeT
npoBeneane o AB y3my, m 3a c4eT yKoOpoueHHs pePpaKTEpHOro MepHoja
ynyumaer npoBeaeHue mno cucreMe [wuca-Ilypkunbe. Ilpu mnopaxenun I[1ICC
napacUMIAaTUYECKUE BIMAHHUS TPOSABIAIOTCS B OoJee BbIpaKEHHOM (opme, a
CUMIIaTUYECKHE OKAa3bIBAIOTCS HE B COCTOSIHUM YJIY4YIIUTh mHpoBeneHue. Kpome
ATOTO Ba)KHYIO POJIb UTPAET caMa 4acToTa CIEJOBAaHHS MMITYJIbCOB: MPOITYCKHAs
cnocoOHocTh AB y3ma cHukaercss mnpu ero mnopaxeHud. Ilpu mnopaxkeHuu
BHyTprKenynoukoBoil [ICC mMuHHMallbHbIE WU3MEHEHHUsSI 4acTOThl MMITYJIbCALlUU
CHOCOOHBI TPUBOAUTH K OJIOKaZe MNPOBEACHUS: MPU KPUTHUYECKOM YpPEKEHUU
pUTMa 3a CYET CIOHTAaHHOM JAMACTOJIMYECKOW JAenoispu3anus B BOJIOKHAX
[lypkuHbEe, W TpPU KPUTHUYECKOM Y4YallCeHUM PUTMA 32 CYET YMJIUHEHUS HX

pedpakTepHOro nepuoja.

3.3. Kniunu4eckue u 3j1eKTpokapauorpaguyeckue nposiBJeHuUst
OpaauapuTMuii

3.3.1. Knunuueckue nposejieHus opaouapummuil

Knuanueckne mposBiieHus OpamuapuTMHuil  pa3HOOOpasHbBI W YacCTo
Hecrienuunbl. Hambonee spko MPOSIBISIIOTCA TMOCHIENCTBUSl TUTIONIEPPYy3UU
TOJIOBHOTO MO3Ta: TPH OCTPBIX HAPYIICHUSAX MOTYT BO3HHUKATh BHE3AITHBIC
TOJIOBOKPY)KEHHUS, CIIyTAHHOCTh CO3HaHWSA, B 0OoJiee TKEIbIX CIydasx —
MIPECUHKOTIAIBHBIC ¥ CHHKOITAJIBHBIE COCTOSHUS BIUIOTH JI0 PAa3BEPHYTON KapTHHBI
npuctynoB Mopransu-Anemca-Crokca (MAC). IlocTrosiHHBIE H JJIUTEIBHO
CYIIECTBYIONINE HAPYIICHUS MOTYT TMPOSBISATHCA YCTAIOCTHIO, TOBBIMICHHOMN

YTOMIIACMOCTBIO, BAJIOCTBIO, anaTHeﬁ, CHM)XKCHHUEM YMCTBCHHBIX CITOCOOHOCTEH.
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bpaguaputMun MOTYT MPUBOANTH TAKXKE K YCYT'YOJICHHIO TEUEHUSI CTCHOKAPIUH,
apTEepUaIbHON THUIIEPTEH3UMM W XPOHHUYECKOW CEpACYHOM HegocTaroyHocTtu. He
peaxo HaOMI0JaeTCsi CHMXKEHHE TOJICPAHTHOCTH K (DU3MYECKMM Harpyskam ¢
OOBIYHBIMA B JTHUX CIydasxX NPOSBICHUSIMH B BHUIE OBICTPOM YCTANIOCTH U

OJBIIIKH.

3.3.2. Dnekmpokapouozpaghuueckue nposasienus OUCPHYHKUUU CUHYCOBO20 Y314

Hapymenus byHKIIAN Cy UMEIOT pa3zHoOOpa3HbIe
alIeKTpoKapauorpapuueckue mnpossieHus. Hanbonee wactoit dopmoil sBisercs
cunycoBass Opanukapaua (Cb). Peakuii mnpencepaHblii  puTM  TOpH  3TOM
XapakTepusyeTcsi Bo30yxkaeHueM mpeacepauii uz oodsactu CY, a npu Haluduu
apuTMuHM UHTEpBaibl R-R u3MeHstoTCs miaBHO OT mukiIa K mukiy (puc. 1). B
ocHoBe Cb nexut cHmkenue GpyHkiuu apromatuzma CY.

Puc. 1. Cunycoeasn bpaduxapous

1367 1538 1718 1811 1960 1970 1906 1860 1745 1621

B%MAWA)/\Wﬁ |

e .f\vwﬁijtw\wwﬁzw
Lo [ | R | R R

8 :

boiiee BripakeHHbIE HapylieHUs apTomatusMa CY NPUBOIAT K OCMAHOBKE
CY, nposBistoiencs: CHHyCOBOM May30i ITUTEIBHOCTBIO OoJiee 3 ¢, XapaKTepHO
OCOOEHHOCTBIO KOTOPOM CIYKUT OTCYTCTBUE KPATHOCTH €€ JUJIMTEIbHOCTH
BEeJIMYMHE TPEIIIECTBYIONIETO CHUHYcOoBOro Iukia (puc. 2). [lpum nmutenbHBIX
CUHYCOBBIX Tlay3aX, B YAaCTHOCTH MOCTTaXWKapAUTU4YeCKux (puc. 3), TPyIHO
YCTAHOBUTh MEXaHU3M IpekpaimieHuss akTuBHOocTH CVY, u 0oyiee yMECTHBIM
ABJISIETCA TEPMUH CUHYCOB8AA Nay3a C YKa3aHUEM €€ MPOAOJIKUTEIBbHOCTH.

Puc. 2. Ocmanosku cunycosozo y3na

1076 1091 1391 e i L 1237 L Lt R St ey ;. N S SISE SRR - 1245 1149 - - 1252 - 988
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Puc. 3. Ilocmmaxukapoumuueckas cunycoeas nay3a

563 642 598 852 - 607 886 7238 : : 698 - 527 - 498 1469 - 693 410 461 419 429 485
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Jpyroii IpUYMHON CHHYCOBBIX May3 CIYKUT HapyuieHrne CA mpoBeneHHUs.
VY nnunenue Bpemenu CA mnposenenus (CA Onokaga | crenenu) ve mmeer DK
nposiienuit. [lpu CA Onokane |l cremenn MoOutu tun | (c nepuoaukon
Benkebaxa) na OKI' peructpupyroTcs HUKINUYECKHE U3MEHEHUs UHTepBajioB P-P ¢
MPOTPECCUBHBIM HX YKOPOUEHHEM, IMOCIE Yero cieayeT May3a, IMTEIbHOCTh
KOTOpOH Bcera MeHblIe yaBoeHHoro uurepsaia P-P (puc. 4). IIpu CA 6xokaze |l
crenienn Moouti tun |l 6moxkupoBaHre CUHYCOBBIX UMITYJIBCOB MPOUCXOIUT O€3
npeauecTByromero yaiuHenuss Bpemenn CA mnpoBenenus, u Ha OKI' 3T0
NPOSIBIISICTCS Tay3aMH, TPOJODKUTEIBHOCTh KOTOPBIX IIOYTH B TOYHOCTH
(yuuTbIBasi JOMYyCK HA ApUTMHIO) KpaTHA JIMTEIHHOCTH TPEIIIECTBYIOIIETO
untepBaina P-P (puc. 5). I[lpu panpueitmem yruerenunun CA TMPOBOJMMOCTH
CHIDKAETCSl KPaTHOCTh MPOBECHHS UMITYJIHCOB B MIEPHUOUKAX BIUIOTH 0 PA3BUTHS
CA O6nokaner Il crenenu 2:1 (puc. 6). [Ipu e€ ycroiiuuBom coxpanenun DKI
KapTHHA HEOTJIMYMMa OT CHHYCOBOM Opaaukapauu. CXO0Xyl KapTUHY HMeEET
OJIOKMpOBaHHas TIpeAcepAHas dKcTpacuctoiaus B (opme Ouremunuu (puc. 7),
kotopas He wumeer oTHomeHus k JICY. IIpobrnemy nuddepennnanbuoi
JWAarHOCTUKHU 3THUX TPEX COCTOSHUW pemaeTr jnurenbHas perucrpauus OKI ¢
3aXBaTOM IEpPEXOAHbIX MpoleccoB. B ciydae ¢ OIOKMpOBaHHOW mMpeacepAaHON
HKCTPACUCTOJINEN MOXKET MOTPEOOBATHCS MUILEBOIHAS AIEKTpOKapAuorpadus.

Puc. 4. Cuno-ampuanvnas 6aoxaoa |l cmenenu mun |

649 651 642 627 - 1069 888 805 712683 676 668 632 1i30 Co91s 830 732 - 688

Puc. 5. Cuno-ampuanvuas 6aoxaoa |l cmenenu mun |l

LU __ NJL—A’LL'JLA)w@ - MUM

Puc. 6. Cuno-ampuanvnas 61oxkada |l cmenenu 2:1

1806 913 893 895 908 913
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Puc. 7. Bnokuposannas npedcepOHas 3Kkcmpacucmuius 8 popme oucemuHuu

915 930 1930 446 1120 1574 £1567: 1552 1552 1552 1530 1530

il e P B | P

Pazutne nmanexozamemmeir CA Omokanbl |l cremenm mnposBiseTcs

MIPOJIOJDKATEILHBIMI  CHHYCOBBIMH  TIay3aMH, JUTUTEIHHOCTh KOTOPBIX KpaTHa
MPEAIIEeCTBYIOEMY TpeacepaHoMy Hukiny. Ho coxpasstorcs Te ke mpoOiieMbl
JIMAarHOCTUKU MEXaHU3Ma MPOJIOJKUTEIBLHOM May3bl, YTO OMUCAHBI JJIsl OCTAHOBKHU
CY. OgauMm wu3 npoBouupyromux ¢(akTopoB pa3BUTHs naneko3ameanein CA
omokansl |l crenenu siBseTCS KPUTUYECKOE YUAIICHUE CUHYCOBOM UMITYJIbCAIUH,
CBSI3aHHOE C (PM3WYECKUMH WJIM WHBIMU Harpy3kamu. [Ipw 3TOM pe3koe CHIKCHHE
YaCTOThI CEPJICUHBIX COKpAIICHUN C YacTOThI, OMPEAEIIeMON METa0O0JINYEeCKUMU
NOTPEOHOCTSIMU, KaK MPABUIIO, MPOSBISETCS KIMHUYECKUMH CUMITTOMaMH.
Kpaitnsis crenens Hapymenuss CA mnpoBogumoctd, - CA Onokanma |l
CTETICHU, MPOSBIISIETCS] OTCYTCTBHEM CHHYCOBBIX UMITYJIBCOB MPHU AJIECKTPUUECKOM
AKTUBHOCTHU TPECEP/IUNA B BUJE BBHICKAIB3BIBAIONIUX MPEICEPAHBIX PUTMOB WIIH

putMma u3 AB coeauHeHusl.

3.3.3. Jnexkmpokapouozpagpuueckue npoOAGIEHUA RNPEOCEPOHO-IHCETIYOOUKOBHIX
onoxkao

[Ipencepano-xkenygoukoBas Onokana | crenmenu mnposiBisercss Ha OKI
ynnuHenueMm wuHTepBania PQ. Ilpu wacrore putma wHuxe 70 wuMmn/mMuH
JUIMTEIBHOCTh 3TOTO HMHTEpBaja B HopMe He mnpeBbimaer 210 Mc m umeer
TEHJAEHUUIO K YKOPOUYEHHIO P BO3PACTAHUH YACTOTHI CEPJICYHBIX COKPAILICHHM.

IIpu IDKB Il cremenu tunm | HaGmromaeTcss MpOrpecCMBHOE YJIMHEHUE
uHTepBasia PQ B cepuu TmocienoBaTebHBIX BO30YXKICHHM Mpencepaui,
IIPOBEICHHBIX HA JKEIYJIOYKH, IOCJIE YEro HACTYNAET BBINAJECHUE OYEPEIHOTO
koMmiiekca QRS ¢ pasButuem mnay3sbl. [locie 3TOro kapTuHa MOBTOPSIETCS, YTO
OPUBOJUT K MEPHOAMUYECKOMY IpOLIECCy, Ha3blBaeMOMY Iepuoaukoil Benkebaxa
(puc. 8). XapakTepHbIMH  JOMNOJHUTEIbHBIMA  IPOSIBICHUSIMHU  CIIyXKaT

IIPOrPECCUBHOE YKOpOUEHHE UHTEepBaIOB R-R nepen nay3ol, JUTEIbHOCTD May3bl
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OKa3bIBAETCA BCErJa KOpOYE YJABOEHHOI'O NpealecTByroUero uurepsaia R-R, u
JUIUTEIHHOCTh MHTEpBaia PQ B mepBoM mociie may3bl CepJeYHOM IIMKJIE BCETr/Aa
MEHbIlle, 4YeM B TmocieAaHeMm mnepea BoinageHuem QRS nwukie. Beiaenstor
aTUIHWYHBIC BApUAHTHI, IPU OJHOM M3 KOTOPBIX Y/UIMHEHHE uHTepBana PQ mepen
BbIIa/ICHUEM HAOJIOaeTCsl KaK MHUHUMYM B JIByX IOCJEIHUX LUKJIAaX, a MpHU
apyroM yanuHeHue PQ mpoucxoIuT cKaukooOpa3HO, YTO CBSI3aHO C HaJUYHUEM
JIBOMHOTO MYTH NpOBeneHUs B AB y3ne.

Puc. 8. Ilpedcepono-scenyoouxosasn oarokaoa |l cmenenu mun |

1232 1948

1135 - l 1069 1062

R R

O 1 O LB L 71; B 1118 ' 1074 - 1062 | 1958 f 1118

A P Pl

Tun Il TDKB |l crenenn xapakrepusyercs HEM3MEHHBIM MO JJIUTEIBHOCTH
uHTepBaoM PQ nepen 0J10KMpOBaHHBIM MPEACEPAHBIM UMITYIBCOM U MOCIE HETO
(puc. 9). COOTBETCTBEHHO [UIMTEIBHOCTh BO3HMKAIOUIEH May3bl paBHA JBOMHOMY
npeamecTyomeMy uHrepBany R-R. Ilpu yBennueHuu 4acTOThI MpeacepAHON
UMITYJIbCAIIMM MOXKET HaOIIoAaThCs pa3BUTHE Aajeko3amienmeir Omokansl |
CTEMEeHU ¢ KpaTHOCThbIO 2:1 mmm Oonbiie (puc. 9). Pa3zButue namexosamieamieit
IDKB Il crenenun Bo3MOxkHO W mipu Thne | Onokanpl, HO 0OoJjiee BEPOSITHBIM
MPOBOLIUPYIOMIUM  (DAKTOPOM  SIBJISIETCSl  MapacUMIIaTUYECKass CTUMYIALHS C
ypexxeHueM mpenacepaHoro putrma. Ilpomomxurensubie Onokansl |l crenenu 2:1
Hepaznuuumbl Tipu ture | u |l 6e3 perucTpanuu nepexoHbIX TPOILECCOB.

Puc. 9. Ilpeocepono-aicenyoouxosasn orokaoa |l cmenenu mun 11

1230

I
‘ J.

J'u ‘ji ]l

908 \ 1713 1604 1523 : : 4174 i 1 1442 j| 1245
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[Ipu MepuatenbHOU apuTMuu (PUOPMILIALIMKM M TPENETaHUM TPEICEepAUil)
I[DKbB |l crenenu mposBisieTcss may3aMHl U PEIKUM HEPETYJSIPHBIM PUTMOM (pHC.
10). BaxkabIM (hakKTOpOM CHMIKEHHUSI YUCIA KEITYJOUYKOBBIX COKPAIEHUN CITY)KUT
YCWICHHE MapacCUMIATUYECKUX  BIUSHUA, KOTOpPblE C OAHOW CTOPOHBI
YBEIMYHMBAIOT YaCTOTY NPEACEPAHON HUMITYJIbCALMH, & C JAPYrOM CTOPOHBI —

yruetaiT ¢pyHkuuo AB y3na.
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Puc. 10. Ilay3er u bpaouxapous npu mepyamenbHoU apummuu
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[Ipencepano-xkenynoukoBas Onokaga Il cremenm wmu mnonnas I[DKb
O510KaIa XapaKTepU3yeTcs MOTHON HECTTIOCOOHOCTHIO K MIPOBEICHUIO MPEICEPIHBIX
UMITYJIbCOB Ha >Xeilyaouku W noaHoil IDK guccoumanmeit, mpu kotopoil o0e
KaMephbl cep/illa HE3aBUCUMO BO30YXKIAIOTCA W3 COOCTBEHHBIX MCTOYHHUKOB.
[IpencepaHasi akTUBHOCTh MOXKET OBITh MPEJCTaBIIEHA CUHYCOBBIMU MUMITYJIbCAaMU
(puc. 11, BBepxy) WM NpeACEepAHON apuUTMHEH, dyaiie GUOPWLIAIUENH WM
TpenetanueM  mnpeacepaui  (puc. 11, BHuU3y). JKenyJqoukoBBIA ~ pUTM
NOAJCP)KUBACTCA 32 CYET COOCTBEHHOM WMITYyJbCAllMd W3 HMCTOYHHUKOB,
pacniosioxenue kotopsix B [ICC 3aBucut ot ypoBHs Osokansl. [Ipu Omokane Ha
ypoBHE AB y311a i BBICOKO Ha YPOBHE ITy4ka [ Mca HICTOYHUKH, PACIIONOKEHHBIE
Boicoko B [ICC, omnpenenstorT BO30YXIEHUS >KETYIOYKOB C HOPMaJIbHOU
MPOJIOJDKUTEILHOCTRIO KOMIUIEKCOB QRS 1, kak mpaBmiio, HOCTATOYHO BBICOKOU
YaCTOTOM WMIYJIbCAlliK, KOTOpasi, KPOME TOro, CIOCOOHA K COXPaHEHUIO
aJIeKBaTHOM XpoHOTpomHOU (yHkiuu. [Ipu ypoBHe Omokansl Hike mydka ['uca
UCTOYHUKH pacnoioxkeHbl Hike B [ICC u BhI3BIBAIOT BO3OYKACHUS JKEITYJOUKOB C

mpokuMu KomriekcamMu QRS u 6oniee HU3KO# YacTOTOM pUTMAa.

Puc. 11. Ilpeocepono-scenyooukosas oaoxaoa lll cmenenu na cunycosom pumme
U npu MepyamenbHol apummun

1481 1486 - 1486 149 1496 1496 1503~ - - 1506 1499 1511 1499
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Penkuit putm xenynoukoBeix cokpamuenuii npu [DKB |1l crenenun, kak u
OpU JPYTUX IKCTPEMAJIbHBIX OpaauKapausix, CO37aceT OJaromnpusiTHbIC yCIOBHUS
JUIL  pa3BUTUS  JKEIYJOYKOBBIX  apUTMHM, CBA3aHHBIX C  YJUIMHEHHEM
pPENOJIAPU3ALMH KETYAOUKOB, BILUIOTh O PA3BUTHS KEIYAOUYKOBOW TaXWKapJIuu

torsades de pointes, yacto siBstoIIelcs mpuanHOM puctynoB MAC.

ITomas IDKB MOXKeT perucTpupoBaTbCs IOCTOSHHO, HO CYIIECTBYIOT
napoKCHU3MallbHbIe (MHTEPMHUTTUpYIOLIKE) GOopMbI 3TOI OpaauaputmMun. B omxHux
cilydasx Ha (POHE OTCYTCTBHS KaKUX-TMOO MPU3HAKOB HApYIICHUsS IPOBOJAUMOCTH
IO/, BJIMSIHUEM NIPEACEPAHOM MM JKEIyJAOYKOBOM DKCTPACHUCTOJBI BHE3AIHO
pasBuBaercs nosiHas [DKDB, kotopas coxpaHseTcs HO TeX MOp, MOKa Takas ke
HKCTPACUCTOJIa HE BOCCTAHOBHUT IPOBOAUMOCTb. B Ipyrux ciaydasx MapoKCH3M
pa3BuBaeTcss Ha (OHE HaAPYLWIEHUH BHYTPHKEIYAOYKOBOM MPOBOJUMOCTH,
BO3MOXxHO, Tipu Hamuuuu [1KB Gnoxaznst | crenenu (puc. 12). CrpoBouupoBaTh
€ro MOT'YT YCHJIEHHbIE TapacCHMIIaTUYECKUE BIUSHUS WU, HAIPOTUB, (pusnueckast
Harpy3ka. B 3ToM ciydae yBelWY€HHE YacTOThl MPEACEPAHON HMITYIbCALlUU
CTaHOBUTCS TJIaBHBIM (hakTopoMm pa3Butus nosHoi [1DKbB (puc. 13).

Puc. 12. Ilapokcuzmanvras npedcepono-sicenyoouxosas onroxkaoa lll cmenenu

Puc. 13. llapoxcusmanvras 4acmomuo-3a8Ucumas npeocepoHo-Hcery00yKo8as.

onokaoa |l cmenenu

A

YacroTa npegcepauii 100 umn/mMuH

B
150 7 G 7, P 9 N g W g
| §2e31 | | | ‘ | | | | ; f
f i I |
YacTota npeacepaunit 120 umn/muH
B

{ 1c |

YacToTa npegcepaunii 136 umn/mMuH
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3.4. Kiiluanyeckasi ¥ HHCTPYMEHTAJIbHAS INATHOCTHKA
OpaguapuTMuii

3.4.1. 3a0auu obcnedosanus O6OILHBLIX C OPAOUAPUMMUAMU U HPUMEHAEMDbLE
Memoobl OUAZHOCMUKU

B nuarnoctuke JICY BaxkHeiiiien 3agadeil ABisieTCs MOATBEPKACHUE CBA3U
KJIIMHAYECKOW CHUMIITOMAaTUKU C OpajukapAueil, T.e. BBbISBICHUE KIWHUKO-
ANeKTpoKapauorpaduueckord Koppemsinuu. VMeHHO T03TOMy  BaKHEHIITUMU
aJieMeHTaMu 00ciieZloBaHUsI OOJIbHOTO CTAHOBATCS TIIATENBHBIN aHAIHU3 Kaao0
00JBLHOTO U dJIeKTpoKapAnorpadudeckoe odcnegoBanue. [lockonbKy cTangapTHas
OKI' B penkux ciy4yasix MOXET OBbITh 3apEeTrMCTPHUpPOBAHa B MOMEHT Pa3BHUTHS
CUMIITOMOB, KOTOPBIE HOCAT MPEXOIAIINA XapaKTep, OCHOBHYIO pPOJb HUIPAIOT
Metoabl JuuTenbHoro DKI' monutopupoBanusa. K HUM OTHOCATCS XOJTEPOBCKOE
MouutopupoBanue OKI', HCHoOJIb30BaHHE PETHCTPATOPOB COOBITUH C TETIEBOMN
namMmsThio, ynaineHHoe (nomaiHee) DKI' monuTopupoBanne u uMmiuiantanus OKI
peructpaTopoB. [lolyqaembie ¢ MOMOIIBIO 3TUX METOJIOB PE3yJIbTaThl HAMPSMYIO
OpPUEHTUPYIOT B OTHOIICHUM HAampaBieHUN JieyeHus. lcrnonp30BaHHWE OIHOTO
TOJIBKO XOJITEPOBCKOIO MOHUTOPUPOBAHUS JUTUTEIBHOCTBIO 0 7 CYTOK MO3BOJISET
YCTAHOBUTH KIIMHUKO-JICKTPOKAPANOJIOrpadUUECKYI0 KOPPEISAIUIO HE MEHEE, YeM
B 48% ciyuyaeB. OnHaKo B psiie CIy4yaeB JaHHAs CTPATETHs NMArHOCTUKU JAeT
CJIMIIIKOM OTCPOYEHHBIN pPE3yJIbTaT, YTO MOXKET OBITh HEMPUEMJIEMO B CBS3HU C
TSOKECThIO  KIMHUYECKOW CHUMIOTOMAaTHKU. B  3THX ciaydasX [PUMEHSIOT
MPOBOLUPYIOIIUE TECThI, KOTOPHIE, K COXAICHUIO, XapaKTEPUIYIOTCS JTOCTATOYHO
BBICOKOM  YaCTOTOM  JIOKHO-TIOJIOKUTEJBHBIX U JIOKHO-OTPHUIATEIbHBIX
pE3YyIbTATOB.

B kauectBe Takux MeToJ0B mpoba ¢ (puznueckoil Harpy3Kod OKa3bIBaeT
HEOICHUMYIO TIOMOIIb B JIMAarHOCTHKE XPOHOTPOMHON HECOCTOSTEbHOCTH U B
BosiBnieHnn JICY, CBsi3aHHOW B ©CTECTBEHHBIX YCIOBHSIX C (PU3NUYECKOU
Harpy3koil. B kaduecTBe MpoBOLMPYIOUIUX HEHPO-PE(dIESKTOPHBIX TECTOB BAKHYIO
pOJIb UTPAIOT MACCAXK KAPOTUIHOTO CUHYCAa U MACCUBHAsA OpTOCTaTUUYECKas mpooda.

JIns OLEHKM pPOJM BHEWHUX M BHYTpeHHUX npuunH [ICY wuMeroT 3HaueHue
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(bapMaKkoIOTHIECKHE TECTHl. DIEKTPOCTUMYIIAIMS TPEACEPIUN I TUaTHOCTUKU
JACY orpannyeHa B CBOEM NPUMEHEHHHM, YTO CBA3aHO C HHU3KOM YacTOTOMU
BBISIBJICHUS TOJOKUTEIBHON KIMHUKO-3JIEKTPOKApAUOrpaduyecKor KOppessiuu,
a TIOKa3aHWeM K WHBa3UBHOMY DDU ciryXKuUT HEOOXOIUMOCTh UCKITIOUCHUSI HHBIX
apUTMUYECKUX MPUYUH CHHKOIAJIbHBIX COCTOSTHUN.

[Ipu nuarnoctuke IDKB 6iiokan BaXHO yCTaHOBUTH HE TOJIBKO (opmy
HapyIlIeHUs] IPOBOJIMMOCTH, HO U OLIEHUTH ypoBeHb nopaxkeHust [ICC. Tlockonbky
B IIEJIOM psifie CciaydaeB 5TOM HMHQPOpPMAlUU JIOCTATOYHO, YTOOBI HA3HAYUTH
JieYeHue, TOATBEPKACHUE OpaIuKapAUTUYECKOM MPUPOABl CUMITOMOB HMEET
MeHbIIIee 3HaueHue, yeM B ciaydae ¢ JICY. B OonbIIMHCTBE CclTydaeB IOCTATOYHYIO
uH(OpMAIMIO JAI0T HEWHBA3WBHBIE METONbI HccienoBaHusa. [Ipu moctosHHOMN
dbopme Osiokaabl HapykHas dJIeKTpokapauorpaduss OKa3bIBa€TCS  BIIOJHE
uHpopmaTuBHOU. [Ipy MHTEPMUTTHUPYIOIIEM TEUECHUU OJOKAJbBI JJISI BBISBICHUSA
[DKBb u KIMHUKO-3JIEKTpOKApAUOrpaduuecKord KOPPENSIUU TPEOYIOTCSI METObI
JIIMTEIbHOTO MOHUTOpUpOoBaHus JKI', Te e, 4TO MPUMEHSIOTCS ISl JUATHOCTUKH
JACY. B cnydasx, korga Hapyll€HUs HPOBOJAMMOCTH MPEAIONAratoTcsa, HO HeE
JIOKYMEHTUPOBaHbBI, TpeOyeTCsS UCMOIb30BaHNE MPOBOLMPYIOIMINX MPOO, TAKUX KaK
npo0a ¢ Gu3NUecKo Harpy3Koi, Maccak KapOTHUIHOTO CUHYCA.

Hapymienus BHYTpUKETyIOYKOBOW MPOBOJUMOCTH BCErJa YKa3bIBalOT Ha
oprannueckoe nopaxenue IICC. Iloatomy yxe TmepBble NPOSABICHUSA
passuBatomuxcsi IDKb B Bune 6mokanst |l crenenn tun |l uinm mapokcusmanbHON
omokanel |Ill cremeHM oaHO3HAYHO W BHE 3aBUCUMOCTH OT KJIMHHUYECKOM
CUMIITOMATHKUA YKa3bIBalOT Ha HeoOxoauMocTh wumiiantamuu OKC. DT1o xe
OTHOCUTCS K UCTUHHOM TPUQPACIUKYISIPHON (IBTEPHUPYIOIICH) OJI0Kaae HOXKEK
nydka ['uca, koropas npensemiaeT pazputue nojgHor [DKb B Ommxkaitime cpoku
(puc. 14).

C nmpyroit CTOpOHBI, UMEIOTCSI OOJIBIIIKE CIIOKHOCTH B PEHICHUH BOIMPOCA O
npupojic OOMOPOKOB, KOTJla OHU BO3HMKAIOT Ha (POHE MMEIOIIUXCS HApYIICHUU
BHYTPIDKEITYIOYKOBOIM TMPOBOJMMOCTH, HO CBSI3b C Opamukapaueil He JIOKa3aHa.

HCﬁCTBHTCHLHO, HCEMHOTHMM MCHCC IIOJIOBHMHBI TaKHX O6MOpOKOB HEC CBiA3aHBI C
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Opamukapaueii. B pemenun Bompoca o0 mmrmutantammu DKC B Takux ciydasx
BbIX0J BUIAT B nipoBeneHun DDU ¢ onenkoil unrepsasia HV u gemoncrtpanuei
MOJTUCCOBOM OJIOKAJbI MPOBEACHUSI TPHU AIIEKTPOCTUMYIISIIIUM TIpeAcepaui, a
TaKKe€ C UCKIIOYEHUEM BO3MOXKHOM POJU KETYJIOYKOBOW TaXWUKapAUM B OCHOBE

KJIMHUYECKOW CUMIITOMATHUKHU.

Puc. 14. Anomeprupyrowas 610Kkaoa Hoxcex nyuka luca: y o0Hoeo nayuenma 8
paszroe epems pecucmpupyromes BITHIII (4), BJIHIII (sapuanmuas ¢hopma)(b) u
anomepuayus BITHIIT u BJIHIIT (B).
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3.4.2. Hapysicnasa snekmpokapouozpagus

DneKkTpoKapANOrpapuIecKoe UCCIEAOBaHNE B MMOKOE C UCIIOIb30BaHuEeM 12
CTaHJAPTHBIX OTBEJACHUN IIOKa3aHO BCEM OOJIbHBIM C HMEIOUIUMUCS WJIU
npeanojaraeMpiMu  OpaguaputMusiMu. Jlake ecii OHO He pemaeT 3axad 1o
BBISIBJICHUIO W JIMATHOCTUKE AapUTMHUN BBUJY HX OTCYTCTBUS B MOMEHT
peructpanuu OKI', oHO HeceT BakHyH HHGOPMAIUIO OTHOCUTEIHLHO YaCTOTHI
pUTMa cepAla, COCTOSHUS MPEACEPAHO-KEITYJOUKOBOH M BHYTPHUKETYIOUYKOBOU
IPOBOJMMOCTH, TMPOILIECCOB PEMNOJSApU3alUd  MHUOKapAa KedaygoukoB. OHO
MO3BOJIIET BBIIBUTH HAPYIIEHUS M NPU3HAKU, C BBICOKOM BEPOSTHOCTHIO

YKa3bIBAIOIIME HA PUCK DPA3BUTHUS ONPEIEICHHBIX BHUIOB APUTMHUM CO CXOXKEU
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OpamuaputMusiM cuMnromMaTukod (oOmopoku). K uUX ducily OTHOCSATCS
MIPOSIBJICHHSI aHOMAJILHOTO TMPEICEPAHO-KEITYJOUYKOBOTO MPOBEACHUS (KOPOTKUN
WHTEpBaJI PQ, MIPEXKICBPEMEHHOE BO30YXJIeHHE KEJTYI0YKOB),
ANIEKTpOKapauorpaduueckie MpOSBICHUS CUHApOMa bpyrana, yaIMHEHHWE WU
ykopoueHue uHTepBaia QT, SICHUJIOH-TIOTEHIMAN TpU  APUTMOTCHHOU
paBOXKENyN0YKOBOM Kapauomuonatuu. Peructpamus OKI' mokost obsi3arenbHa
Mepe/1 BHIMOJTHEHUEM TaKMX MCCICIOBAaHUHN, KaK aMOYyJIaTOPHOE MOHUTOPUPOBAHUE

OKT', mpoba ¢ ¢pusnueckoii Harpy3koit, DU cepaua.
3.4.3. /Inumenvroe monumopuposanue IKI'

B KIMHUYECKMX CUTyalHsX, KOTOPbIE HE YTPOXKAIOT Pa3BUTHEM APUTMHUN C
TSKEJIBIMU T€MOJMHAMUYECKUMHU TOCIEACTBUSIMM, JUIUTEIbHOE HAONIOJIEHUE 32
OKI' MoxeT ObITh BBINIOJHEHO B aMOYJIATOPHBIX YCIOBUSX. ['JTaBHOW €ro 1enbro
CTAaHOBUTCS BBISIBJICHHUE MPEXOASIIUX 3MU3010B OpaauapUTMHUI U COIOCTABICHUE
UX C KJIIMHUYECKUMU CUMIITOMaMH.

CymiecTByeT HECKOJbKO BHJIOB amOymnatopHoro mMoHutopupoBanus OKI'.
[lepBas nmpeanosaraer KJaccu4eckyro GopMy XOJITEPOBCKOTO MOHUTOPUPOBAHUSA,
KOTOpasi MO3BOJISIET MPOBOJUTH HAOIOJIEHUE 32 PUTMOM CepAlla Ha MPOTSHKEHUU
24-48 gacoB, XOTS UMEIOTCS BapUaHTHI IPUOOPOB C JJIMTEIBHOCTHIO 3aMUCH 10 7
CYyTOK. BTopoii pa3HOBUAHOCTBIO SBJSIETCS HHTepMHUTHpYyromias 3amuch OKI,
KOTOpasi MPOU3BOJUTCS C MOMOIIBIO MOPTATUBHBIX PETUCTPATOPOB, OOBEAUHSIIOTCS
noa OOImMKMM Ha3BaHUEM «aMOyJIaTOpPHBIE PETHCTPATOpbl coObITHIY. Hambomee
pacnpocTpaHeHbl JJi1 IMATHOCTUKY OpaAuapUTMUNA «HETPEPBIBHBIE PETUCTPATOPHI
C meTeBoi namMsAThio». OHM O3BOMISIOT PUKCUPOBATH CUMIITOMATUYHBIE COOBITHS
Ha npoTsbkeHuu 10 30 cyrok. Eciu auarnoctupyeMbie COOBITHS BOSHUKAIOT OUYEHb
peako, nmpoOieMa pemaercs NyTeM  HUCIOJIb30BAaHUA  UMILUIAHTHUPYEMBIX
PETHCTPUPYIOIIHUX YCTPOMCTB, KOTOPBIE MPEACTABISIOT PAa3HOBUIHOCTD METIEBOTO
perucrparopa.

O4eBuHO, YTO MpU peuieHuu 3aaaud BeisiBiIeHUsT HPC 4yBCTBUTEIBHOCTD

Meroaa MoHuTopupoBanus DKI' Oyner HanpsMyro 3aBUCETh OT YAaCTOTHI Pa3BUTHUS
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BBISIBIIIEMBIX COOBITHIA M OT JUIMTEIBHOCTH HaOmroaeHus. [loatomy mpu kamobax
Ha YaCTO BO3HUKAIOIIUE CHMIITOMBI (€KEIHEBHO) MOXKET OBITh MCIOJB30BaHO 24
4acOBOE  XOJTEPOBCKOE  MOHUTOPHPOBAHME  WJIM  BHYTPUTOCIIUTAIBHOE
TeneMeTpuueckoe HabmoaeHue. [Ipy gacTtoTe CUMOTOMOB peXe OJHOrO pas3a B
CYyTKH, HO HE pexe | paza B HENEN - XONTEPOBCKUM MOHUTOP 10 7 CYTOK WU
HapyXHbI  TeTeBOM  peructparop. Ilpu  exeMecsSYHbIX  IPOSIBIECHUAX
CUMIITOMATUKUA PEKOMEHYETCSl UCTOJIb30BaTh HAPYKHBIA METICBON PErucTpaTop
B TeueHue 14-30 cyrok. Hakonen, mnpu Oojiee peakux CHUMIITOMax -
MMIUIAaHTUPYEMBIN NIETIEBOU PETUCTPATOP.

HenpepriBHOE HaOMIOJEHUE 3a PUTMOM CepAlla MOXKET MOTpeOOoBaTh
mudPepeHIUPOBKY HOPMAJIbHBIX SIBIIGHUW U TMATOJOTHYECKUX COCTOSHUM.
duznonoruyeckas CUHycOBass OpaauKapaus MOXKET HaOII0JaTbCi B JHEBHOE
BpEMs CYTOK B COCTOSIHUU IOKOSI 1 B HOYHOE BPEMs B KaueCTBE MPeo0IaIaroiero
putMma cepaua. IlpenenpbHOoe CHUKEHHWE YacTOThI PUTMAa JHEM B IOKOE
onpenensercs BeaunuuHod 40 uMI/MUH, HOUYBIO — 35 UMI/MUH U HE 3aBUCHUT OT
nojia U Bo3pacta. JlomycKarT Takke pa3BUTHE CHHYCOBBIX MMay3, JIUTEIbHOCTh
KOTOPBIX HE MIpeBbIaeT 2 ¢. YacTo y CHOPTCMEHOB BBICOKOW KBalU(UKALMH, a
TAKXKE y JHUI[ TSDKEIOro (U3MUECKOro TpyJa, Yy IOHONIIEH  PEerUCTPUPYIOT
OpaauKapIuIo C YaCTOTOM HUKE YKA3aHHBIX, BO3MOXKHO B COYETAHUU C JPYTUMU
MPOSIBICHUSIMU TUCHYHKIIMM CHUHYCOBOTO Y3j1a. OTH COCTOSIHHSI MOTYT OBITh
OTHECEHbl K HOPMaJIbHBIM TOJBKO B TEX CIydYasiX, KOrJa OHU OECCUMIITOMHBI H
MMEETCSl aJeKBAaTHBIM MPUPOCT HYACTOThl CHUHYCOBOIO pHUTMa B OTBET Ha
buznyecKyo Harpy3Kky. ¥ 310poBbIxX Juil TpaH3utopHoe pazputue [DKb | crenenu
HE sIBJISIETCS peAKOCThI0. [Ipu €€ MOCTOSSHHOM pPEerucTpaluu Y3KHE€ KOMILIEKCHI
QRS u ucuesHoBeHue OJOKanabl MpU (PUIMUECKON HArpy3Ke WM MPU MPoOE C
aTPOMMHOM  yKa3blBaIOT Ha (YHKIMOHAJIBHBIM XapakTep HapymieHus. B
npexonsmer ¢opme Houbto Bo cHe IDKB Il cremennm Ttum | moxker
PErUCTpUPOBATBCA Yy  MOJOJABIX  3JO0POBBIX JIMI[, OCOOCHHO y  XOpOLIO

TPEHUPOBAHHBIX CIIOPTCMEHOB. [IporHo3 nmpu 3TOM aOCONMIOTHO OJIATONPUSITEH.
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3.4.4. Ilpoba c pusuueckoit nazpysxou (I1OH)

OneHka aJleKBaTHOCTH MPUPOCTA YaCTOThI CHHYCOBOI'O PUTMa HJIM YaCTOTHI
BbICKaJIb3bIBatolero purma mnpu noiHou [DKb (xponoTpornHas ¢GyHKIMs) B OTBET
Ha (U3NYECKYI0 Harpy3Ky SBISIeTCS BaKHOM 3afauedl JaHHOTO MeEToja
uccinenoBanus. [Ins  AMArHOCTUKUA — XPOHOMPONHOU — HeCOCMOAmMeNIbHOCHU
ONPENEIAIT TaK Ha3bIBAEMBIA XPOHOTPOIHBIA MHIEKC, KOTOPBIA BBIYUCISIOT IO
pe3ynbrataM mpoObl ¢ PU3NYECKON HArpy3KOHM MO MPOTOKOJIY MAKCHMaJIbHOW IO
NEePEHOCUMOCTH JIMMUTHUPOBAHHOM cuMnTOoMamMu (Gusndeckoil Harpysku. OH
NPEACTABIIAET COOOM OTHOLIEHHE pa3HOCTU Mexay nukoBod YCC Ha Makcumyme
Harpy3ku u YCC 1nokoss (XpOHOTPOIHBI OTBET) K Pa3HOCTH MEXIY
npejcka3aHHoM 1mo Bo3pacty MakcumanbHo YCC, BhluMcigseMoil mo ¢opmyre
(220 — Boszpact)(umn/muH) 1 YCC mokost (XpOHOTPONHEIN pe3epB). Ilomararor,
4YTO B HOPME BEJIMYHMHA XPOHOTPOIHOIO HHaekca >80%. M3ydenue XpoHOTpOIHOM
byHKIMU Yy OOJBHBIX C AMCPYHKIMEH CHHYCOBOTO Yy3Jla OKa3bIBAETCS KpailHe
IEHHbIM B CBSI3M C BBIOOPOM 4YacTOTHO-aganTuBHOM ¢yHkumu OKC,
IJIAHUPYEMOTO ISl UMITJIAHTALIUH.

3a CYET MOBBIIIEHUS YaCTOThl UMITYJIbCALIMM CUHYCOBOTO y3JIa WJIN 34 CYET
pa3Butusa umemun Muokapaa [IOH cnocoOHa BBISBUTH TUCHYHKIIUIO CHHYCOBOTO
y37a (4acTOTHO-3aBUCHUMAsi CHHO-aTpuaibHas 0JI0Kaia, BIpakKeHHas: OpaaukapIus
WIM OCTAaHOBKM CHHYCOBOT'O y37la MPU HArpy3Ke) W HapyuleHUs MNpeicepAHO-
xernynoukoBoit mpoBogumoctH (IDKB Il u 1l crenenn npu Harpyske). 9To MOXKET
SBUTHCSI BaXHBIM  OOBSCHCHHUEM MPUPOAbl  CUHKOMAJIBHBIX  COCTOSHUM,

BO3HUKAIOIIUX MPH (U3UIECKON aKTUBHOCTH.
3.4.5. @apmaxonozuueckue u yHKuuoHaibHvle NPOOLL

3.4.5.1. Maccaoic kapomuonozo cunyca

[Ipoba ocHoBaHa Ha pedIESKTOPHOM YCUICHUH MapacUMIATHUYECKUX
BIIMSHUN HaA CepAle NpU MEXaHUYECKOM BO3JICUCTBUU HAa CHHOKAPOTUAHYIO

0011aCTh. HpO}IBJIeHI/IHMI/I CIy»XaT CHHXKXCHHUEC YaCTOTbl CHHYCOBOI'O pHUTMaA H
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samemienne IDK mpoBogummoctu. B kauecTBe JIMAarHOCTUYECKOW —MPOOBI
WCIIONB3YETCSl I JTUATHOCTHKM THIEPYYBCTBUTEIBHOCTH KapOTUIHOIO CUHYyCa
(KC). Ilpm »sTOM JAMarHoCTUYECKOE 3HAYEHHUE HMEET CHUHYCOBas Iaysa
IPOAOHKUTEIBHOCTBIO OoJiee 3 ¢ (KapJMOMHTHOUTOPHBIN BapUaHT OTBETA).

Ilepen npoBeneHrEeM Maccaka HEOOXOIUMO YOEIUThCS B OTCYTCTBUM IIyMa
HaJl COHHBIMU apTepusMU. PEKOMEHIYIOT na)Xe NIpPOBOAUTH IIPENABAPUTEIBHOE
JONIUIEPOBCKOE HUCCIENOBAHHE COHHBIX aprepuil. I[Ipobda BeImonHsETCS B
noJioxkeHuu OosbHOTO Jexa. Peructpupyrorcs IKI' u AJl. [Tonepemenno, crpasa
MU CJIEBA, NIPOBOJUTCS MAacCCaX CHUHOKAPOTUIHBIX 30H MPOAOJDKUTEIBHOCTBIO
o0br4HO He Oozee 10 c.

Eciu y GonpHOro ¢ momospenueM Ha cuHapoM KC B mosiokeHHH Jiexa
MOJIyYeH OTPULIATENIbHBIN Pe3ysbTar, Npoda MOBTOPSETCS B MOJIOKEHUH CTOS.
CHmxenue cucronuueckoro AJl 6onmee yem Ha 50 MM pT. CT. IpU HAJIUYUU
CUMITOMOB (TOJIOBOKPY)XKEHHE, OOMOpPOK) pAacClIEHUBAETCA KaK 3HAUMMBbIN

pe3yabTat (Ba3oAenpecCOpHbIA BapuaHT OTBETA). bBIBAIOT cMellIaHHbIE (POPMBL.

3.4.5.2. Ilaccusnas onumenvras opmocmamudeckas npooa

[TaccuBHas mwrtenbHas oproctarnyeckas mpoda (JAOIT) wmm head-up tilt
table test (mpoba Ha HaKJIOHHOM CTOJI€ TOJIOBOM BBEPX) IMPOBOJUTCS MAIUCHTAM C
CUHKOINAJIBHBIMU  COCTOSIHHUSIMM, T€HE3 KOTOPBIX OCTaJICd HESACEH II0CHe
MepBOHAYAILHOTO 00cieaoBaHus (Orpoc, pu3ndeckoe oOciIe0BaHue, U3MEPEHUE
AJl B monoxkenusix yiexxa u ctost, IKI'). 310 oTHOCUTCS K OOBHBIM, HE UMEIOIIIUM
npu3HakoB mnoBbleHHOT0 pucka BCC (opraHnueckoe MOpakeHWEe MHOKap/a,
(eHOMEHBl pHCKa pa3BUTUS apUTMUYECKUX OOMOpokoB - cuHapom WPW,
ymnuHenue unatepBaina QT u 1.m.). Hanmnuue yka3zaHHBIX MPU3HAKOB Y OOJIBHOTO C
oOMoOpokamMu TpedyeT MNpPeaBAPUTEIBHOTO HCKIIOYEHHS KapAuajJbHBIX NPUYUH
npuctynoB norepu cozHanus (OxoKI', monutopupoBanne IKI', BHyTprcepaedHoe
o0N).

Hns npoBenenus [JOIl ucnons3yroT crenuaniu3upOBaHHBIA MOBOPOTHBIN

CTOJI, KOTOpBIfI IMO3BOJIAACT TICPCBOJANTD OOJBHOTO W3 T'OPU30HTAJIBHOTO B
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BEPTHUKAIBHOE TMOJIOXKEHUE MO/ JIFOOBIM yIIOM HaKJIOHA (OOBIYHO YTOJl COCTABIISET
60°-70°). «I[TaccuBHOCTB» MpPOOBI YKa3bIBaC€T, C OJHOW CTOPOHBI, HA OTCYTCTBHE
AKTUBHBIX MBIIIICYHBIX JBIDKCHWUA HOT TPU TIOBOPOTE B OPTOCTATHYIECKOE
MOJIOKEHUE U TMPEObIBAHUM B HEM, MOCKOJIbKY MAIlMEHT YMHUPAETCs HOTaMHU Ha
cnenuanbHyo 1omanky. C Apyrod CTOpOHBI, «IIaCCUBHOCTB» O3HaudaeT (axT
OTCYTCTBHSI MEIUKaMEHTO3HBIX TPOBOKAIMHA (BBEAEHUS H30MPOTEPEHOA WIIH
HUTpOIIHIEpUHA). JIUTETbHOCTh OPTOCTATHYECKOTO TMOJIOKEHHUS B Pa3IUYHBIX
nporokonax konedsercs or 10 mun no 1 4. IIpoba mpomomxaeTcs 10 pa3BUTHSA
NpUCTyNa TOTEPH CO3HAHUSA (3HAYUMBIA ISl TIOCTAHOBKM JUArHo3a pe3ysbTaT
UCCJIEIOBaHMs) WM 10 45 MHUH TNpU OTpUIATEIBHOM pe3yibrare. B MomeHT
cunkone gukcupyroT nokazatenu IKI', AJl, anekTposHiiedanorpaMmsl U Apyrue.
[To 3aBepuieHHIo MpoOBI AENAeTCsl 3aKIOYEHHE, B KOTOPOM YKa3blBaeTcs (akT
OTCYTCTBUS WM HaJIWYMsl TIOTEPH CO3HAHUSA, BpPEMsS BO3HUKHOBCHHSI W THII

WHIYLIMPOBAHHOIO MPUCTYIIA.

3.4.5.3. Ilpoba c adenoszunom

AJIeHO3UH obnamaer CIIOCOOHOCTBIO HanpsMyo MOJaBJISATh
aBTOMATHYECKYI0 AaKTMBHOCTh CHHYCOBOTO y37a. Ero neiictBue mNposiBISIETCS
TaK)K€ B OTHOILICHWH TMpoBoaumMocTd 1o AB y3ny. Bce 3T0 mo3Bosser
UCIIOJIB30BaTh €ro KaK JUArHOCTUYECKUM TECT JJISl OLICHKU (PYHKIIMH CUHYCOBOTO
y3na u Hapymenuit [IDK npoBeneHus, ocoOeHHO y OOJBHBIX C CHHKOMNAJIbHBIMU
coctostHusiMU. OH oka3biBaeT AG(EeKT B TeUEHHE KOPOTKOTO BPEMEHH, HMes
nepuoj TmonyBbiBesieHUss MeHblie 10 c. IloaToMy ero BBeleHHE B BBICOKOU
creneHu OeszomacHo. CrnemyeT wu30erarb, OJHAKO, €r0 BBEICHHUS OOJIBHBIM C
OpOHXHAJIbHOM aCTMOM, BBIPAKEHHBIMHU MOPAXKEHUSIMU KOPOHApPHBIX apTepuid, a
Takke O0onbHbIM ¢ cuHapoMoM WPW u3-3a BO3MOXXHOCTH Pa3BUTHA KOPOTKHUX
smuzonoB  DII. PexomeHnnyemas 1o03a Tmipu  OOCIeqOBaHUM OOJNBHBIX C
CUHKOMAJIBHBIMU COCTOSIHUSIMM cocTaBiisieT 20 Mr, BBOJUMBIX OOJOCOM. ITO
Ooble, 4eM OOBIYHO peKOMEHyeMasl 103a — 6-12 Mr. 3HauMMbIM PE3yJIbTaToM,

YKa3bIBAlOIUM Ha IIPUPOAY 06M0pOKOB, CUUTACTCA OCTaHOBKA CHMHYCOBOI'O Y3Jiad
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6onee 6 cexyna u nmutenbHOCTh [IKb Gomee 10 cexyna. [Ipu quarnoctuke JICY
MpeaiaraloT Ipyrue KpUTEPUU: MPU WCIIOIB30BAaHUU 1031 afeHo3uHa 0,15 mr/kr
KOPPUTMPOBAHHOE BpPEMSI BOCCTAHOBJICHUSI (PYHKIIMU CHUHYCOBOTO y37a (pa3HOCTh
MEXKIy UIMTEIBHOCTBIO IMAY3bl ITOCIE AJCHO3MHA M JUIMTEIBHOCTBIO HCXOIHOTO

CUHYCOBOI'0 IIUKJIA) 6oJiee 550 MC mpU3HAETCS MATOJIOTMUECKUM.

3.4.5.4. Ilpoba c amponunom

biiokaga XOJIMHAIPrUYECKUMX PEUENTOpPOB TMOJ  BIMSHHUEM aTPOIHHA
MO3BOJIIET OLEHUTHh POJIb MapacuMmnaTudeckux BiIusHUNA B pazButun JICY,
Hapymenuit IDK npoBogumoctu. Jlo3a 06suHO coctasmisier 1-2 mr, g0 0,04 Mr/kr.
VYBennueHne 4acToThl CUHYCOBOTO pUTMa Oojiee 4yeM Ha 25% OT MCXOAHOW Win
oonee 90 UMI/MUH CBUICTEIBCTBYET O BaryCHOW MpHPOAE JUCHYHKIMH
CcuHyCcOBOrO y3na. McuesnoBenue Hapymennid [DK mpoBoagMMOCTH U yMEHbIIEHUE
CTEIIEHH WX BBIPAKEHHOCTH YKAa3bIBAET HA JIOKAJIM3ALMIO HAPYUIEHUS HA YPOBHE

AB y3na.
3.4.6. Inexmpoghuzuonozuueckue uccied008anus cepoua

Metox B CBOEM OCHOBE MMEET PETMCTPALMIO JIOKAIBHOW SJIEKTPUUYECKOU
AKTUBHOCTH PAa3JIMYHBIX OTAEIOB CEpAla U €ro MNpOBOASIIECH CHCTEMBI
(onmexkTporpamma mydka [Mca) W DIEKTPOCTUMYIALMIO PAa3IUYHBIX OT/EJIOB
cepaua. B pesynbrare moryt ObiTh BhIsiBIeHBI HapymieHus ¢GyHkuuu CY u DK
MPOBOASAIIEH CHCTEMBI, a TaKXe TaXMApUTMHHU, CIIOCOOHBIE BBI3BIBATH
CUMIITOMATHUKY CXOXYyH0 C OpamuaputmusmMu. Peamusamuss — yKa3aHHBIX
BO3MOXXHOCTEH TpeOyeT HWHBA3MBHOTO BMENIATEILCTBA C BBEJICHHEM 30HJIOB-
AJIEKTPOJIOB B MOJIOCTH CEpAlA. DIEKTPOCTUMYJISLMSA CepAla ¢ OJHOBPEMEHHOU
perucTpanuend JIOKAJIbHOM €ro JJCKTPUYECKOM aKTHUBHOCTH B MHUHUMAJIbHO
HEOOXOIMMOM JUIS AUArHOCTUUYECKHUX Liejied 00heMe BO3MOKHA O€3 MHBA3UBHOI'O
BMEMIATENIbCTBA. DTO JOCTUTAETCA C MOMOUIBIO 3JIEKTPO/1a, BBOAUMOTO B MUILIEBO/I.

B ocnoBe onenku ¢pynkmum CY JIEKHAT MOAABICHHE €r0 aBTOMATHYECKOMN

AKTUBHOCTH IIOCTyIAarOIIMMH H3BHC Oosiee 4YaCTBIMH HMITYJIbCaMH (q)CHOMCH
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overdrive suppression). ITocie mpekpamieHus: CTUMYJISIIIAA TIPEICEPIU U3MEPSIOT
JUIMTEJIBHOCTh TOCTCTUMYJISIUMOHHOM May3bl. OJTOT HMHTEPBAJ HOCUT HAa3BaHUE
«Bpemst BocctanoBienus GpyHkuuu CY» (BBOCY) u oH ucnonb3yeTcs B KaUecTBe
Mepbl (DYHKIIMOHATLHOTO COCTOSHUS JAHHOTO BOJIUTENS pUTMA. Bhraurasi U3 HEro
CPEIHIO JIMTEIBHOCTh CUHYCOBOTO LHMKJIA 0 Haydaja CTUMYJSILHUH, MOJTYyYarOT
koppurupoBanHoe BBOCY (KBB®CYVY). JluarHocTUYeCKM 3HAYUMBIM IS
muchynkiuu CY ciuyxut BennunHa KBBOCY Gonee 600 mc, a BennuuHa Ooee
800 MC cC BBICOKOW BEpOSTHOCTBIO YKa3blBaeT Ha OpagukapAUTHYECKOE
MPOUCXOKJECHUE CUMIITOMATUKH.

Hepeaxo npu quchynkuun CY nepBbIMH MOCIE TPEKPAILIECHUS] CTUMYJISALINH
MPOSIBIISIIOT ce0si HIDKEeXKallue BOJUTENTU pUTMa B (OpME BBICKATB3BIBAIOIINX
UMITYJIbCOB U PUTMOB. B 3THX ciydasgx MoeT ObITh M3MEPEHO TaK Ha3bIBaeMOE
oOmiee BpeMs BoccTaHOBieHHMS (yHKIuUM BoauTenei putrma (BBDBP),
OIIPEJENIEHNE KOTOPOT0 BaKHO JJII OLEHKH COCTOSATEIBHOCTH BBICKAJIb3bIBAIOIIETO
pUTMA B YCIOBUSX OCTaHOBKHU CVY.

Onenka pynknuonansHoro coctosaust [DK IICC ocHoBaHBI Ha M3MEPEHUHN
WHTEPBAJIOB, XapaKTEePU3YIOUIUX MPOXOKIACHUE HMIYJIbCOB IO PA3JIUYHBIM €€
OTIIe]IaM, OMPEICICHUH JIOKATU3aluu OJOKUPOBAHUS HMITYJIbCOB M YaCTOTHI
CTUMYJISILUU, TTPU KOTOpOH 310 mporcxoauT. B Hopme IICC npoBOaUT UMITYIIBCHI
¢ gactoro He Hmke 140-150 wmmn/muH, a e€ cHmwkenme no 100 wmm/MuH

CBUJIETEIBCTBYET 00 oueBUIHBIX HapymieHusx [[DK mpoBogumocTu.
3.5. EcTecTBeHHOE Te4yeHHe U MIPOTHO3 OpaiuapuTMuid

EcrectBenHoe TEUCHUE HACY XapakTepusyercs CBOEM
HETNPEICKa3yeMOCThIO:  BO3MOXHBI ~ JUTUTENBHBIE  MEPHOABI  HOPMAJIBHOTO
CUHYCOBOTO pHUTMa M JUIMTEIbHAs PEMUCCUS KIMHUYECKOM CHUMITOMATHKU.
Opnako, JICY, mpexne Bcero OT BHYTPEHHHUX NPUYUH, UMEET TEHACHUHUIO K
IPOrPECCUPOBAHUIO Y OOJBIINHCTBA O0bHBIX, 1 Cb B coueTaHuu ¢ OCTaHOBKaMU
CY u CA 6nokanamu uepe3 10-30 met qocturaer creneHu motHoH octaHoBKU CA

aKTUBHOCTH. B TO ke BpEMs CMCPTHOCTh, HCITOCPCACTBCHHO CBA3AaHHAA C I[CY, HE
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npesbiaeT 2% 3a 6-7 netHuil nepuoj HaOmoaeHus. Bo3pacT, comyTcTBylolre
3aboneBanusi, ocooenHo MBC, Hanuuue cepJeyHOil HEJOCTATOUHOCTU SIBIISIFOTCS
BOXHBIMU (aKTOpamMH, OMNPEAEISIONUMH IPOTHO3: TOJIMYHAs CMEPTHOCTh Ha
MPOTSKEHUU TEpBbIX 5 JeT HaOmogaeHust y 0osbHBIX JICY u comyTCTBYIOMMMU
3a0oneBaHusIMU Ha 4-5% npeBbllacT TakoByIo y 001bHBIX 0e3 JICY oamHakoBOro
BO3pacTa U C OJMHAKOBOW CEpPACYHO-COCYAUCTOM martosnorueid. CMEpTHOCTh ke
o0onpHBIX ¢ JICY 0€3 comyTCTBYIOIIEH NATOJOIMM HE OTJIMYAETCS OT TPYIIIBI
KOHTpoJIs. CO BpEMEHEM BBISIBIISIFOTCS U POTPECCUPYIOT HAPYILICHUS TPEACEPIHO-
YKEITyI0YKOBOM MPOBOAUMOCTH, OJHAKO OHM HE OBIBAIOT BBIPAKECHHBIMHU M HE
BIIMSIFOT HAa MNOPOrHO3. bonpliee 3HAaYeHHWE UMMEET POCT YHUCIa CIy4acB
GbuOpHLIAIIIY NIpeacepaAui, olleHnBaeMbIi B 5-17% B roa. IMeHHO ¢ HEl, mpex/e
BCETO, CBSI3BIBAIOT BBICOKYIO YaCTOTy TPOMOOIMOOIUYECKUX OCJIOXKHEHHH MpHu
JACY, na nomo kotopbix npuxoautcs oT 30 no 50 % Bcex cmydaeB cmeptu. [Ipu
ATOM IOKa3aHO, YTO MPOTHO3 OOJIbHBIX C CHHIPOMOM TaKUKapauu-Opaaukapauu
3HAUUTEIBHO XYK€ MO cpaBHEHHMIO C¢ JpyruMu ¢(opmamu JCY. D10 ciayxur
BOXHBIM YKa3aHMEM Ha HaMpaBlieHUs JIEUEHUS Takux OOJBHBIX M Ha
HEOOXOJIMMOCTh  TIIATEJIBHOTO  BBISBICHUS  OECCUMITOMHO  MPOTEKAIOIIHUX
IIPEICEPAHBIX APUTMUM.

IIporno3 mpu IDKB | cremenm OnaronmpusTeH B CBS3M C MEJJICHHBIM
nporpeccupoBanueMm mnopaxenuss [ICC. VYV nun monoxe 60 ner wyacrora
nporpeccupoBanus nepcuctupyromiei IDKD | ctenenn B 6;10kaay 6osiee BICOKOM
crenieHu He mpeBbimaet 4%. Jleyenus, Kak nMpaBuiio, HE TpeOyeTcs, HO ClieyeT
MPOSIBIIATH OCTOPOKHOCTh NMPHU MPUEME JIEKAPCTBEHHBIX MPENapaToB, BIMSIOIMINX
Ha IDK mnpoBogumocTh u wu30eraTh BO3MEHUCTBHUS HMHBIX MPOBOIUPYIOMIUX
dbaxkTopoB. EcTh, OIHAaKO, HCKIIOUEHHE, OTHOCSIIEECS K HEHPO-MBIIICUYHBIM
3a00JIeBaHUSIM, TPYU KOTOPBHIX BO3HUKIIEE HAPYIIIEHUE MPOBOJAMMOCTU CKJIOHHO K
IIPOTPECCUPOBAHUIO C HEMPEICKA3YEMBIM MO CpokaM pazButueM nosiHou 1DKb.

[Ipencepano-xkenynoukoBas Onokana |l crenmenn Tun | B momaBisronieM
OONBIIMHCTBE CiIy4aeB OOYCIIOBJIEHA HapyIIEHWEM MpOBEACHHUs Ha ypoBHEe AB

y3na. B mpexonsieit ¢popme HOUBIO BO CHE OHAa MOXET PETrUCTPUPOBATHCA Y
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MOJIOABIX 3JIOPOBBIX JIAI, OCOOEHHO Yy XOpPOLIO TPEHUPOBAHHBIX CIOPTCMEHOB.
[Tporuo3 mpu 3Tom abcomtoTHO Omaronpusited. B mepcuctupyromeit popme IDKB
Il ctenenu tum | HUKOrHa HEe BCTpedaeTcsi B HOpME, M MPOTHO3 OMpelemseTcs
BBI3BaBIIEH €€ NpuuuHOM. [Ipu coueTanuu ¢ HapyIIEHUAMHU BHYTPHUKEITY T0YKOBOU
MPOBOAUMOCTH, MPEANOJaralolliMU IOATUCOBYIO JIOKAJIU3AUI0 MOPaXKEHUs,
CYILIECTBYET BbICOKass BEpOSATHOCTh pas3Butus mnonHou [DKb. KiuHnueckue
NPOSIBJICHHUS.  3aBUCAT OT YacTOThl pUTMA  CEpALlA, KOTOpas  MOXKET
XapaKTepU30BaThCsl BBIPAKEHHOW Opanukapiauen, eciau OJiokajga CTaHOBUTCS
Janeko3amieamnei. be3 3Toro mpu AMUTENRHOM cyllecTBoBaHUM Oiokansl |
cTeneHu Tul | MOXKET pa3BUBaThCA KIMHUYECKAs CHUMITOMATHKA CXOXas C
NEHCMEKEPHBIM CUHIAPOMOM.

[Ipeacepano-xenynoukoBas Onokana |l crenenu tun |l Bcerna cms3ana c
HapylleHUsIMA TpoBeaeHusi Hke AB y3na. Ilpu mopakeHun Ha ypoBHE IydkKa
['uca (20% ciydaeB) komiuiekcbl QRS nMeroT HOpMaNTbHYIO MPOAOIKUTEIBHOCTb.
[Ipn nopaxxenun Hke ypoBHs nydka [ 'mca IDKDB, kak mpaBuito, conmpoBoxaaeTcs
HapYIIEHUSIMHU BHYTPUKEIYJAOUYKOBOIO TMPOBEACHUS B BUIE (HACIUKYIIPHBIX
Osiokaa wiM 00Kaj HOXKEK mydka ['uca. DToT Tun OJ0Kaabl B OTJiMuMe OT Tuna |
UMeeT HEOJaronpusATHBIA MPOrHO3, MOCKOJIbKY HEYKIOHHOE IPOrpeccUpOBaHUE
HapyLIEHUN TPOBOJAMMOCTH YaCTO MIPUBOJUT K ycTaHOBJIEHMIO nosiHou [DKD.

[Ipencepano-xkenygoukoBas 6sokana |l crenenu HUKOrAga He BCTpedaeTcs
y 310poBbIX JuIl. [IporHo3 mpuoOpeTeHHOW OJIOKaabl OYCHb IJIOXON: TOAWYHAas
BBIKMBAEMOCTH IOCJIE€ BO3SHUKHOBEHHSI CUHKOIAJIBHOTO COCTOSIHUSI COCTaBIIET OT
50 no 70% mnO OTHOMIEHHIO K KOHTPOJBHOW MOMYJSILNHU, COMOCTABUMOM IO
BO3pacTy u moiy. M3ommupoBanHas BpoxaeHHas monHas [DKb wumeer Oonee
OJIaronpUATHBIA TMPOTHO3 TIO CpPAaBHEHUIO C OJIOKaJOH B COYETAaHUU C
OpraHUYECKUM MOPAKEHUEM CEPALA, HO U B TOM CJIydae pa3BUTHE CUHKONAJIbHBIX
COCTOSIHMKA  Hemnpenackazyemo. ComyTcTByroniass OpraHMuYeckas —I1aToJIOorus,
BBISIBJIEHUE OJIOKa/Ibl B PAHHEM BO3pACTe, BHICKAJIBb3BIBAIOIINI PUTM 3KEITYT0YKOB C
mmpokumMu komruiekcamu QRS u ynnnenue mntepBana QT ciyxat dakropamu

pucka BHe3anHou cepaeuHoi cmeptu. Pazsutue IDKB npu undapkre muokapaa
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COMNPSKEHO C HEOJAronpUsATHBIM MPOTHO30M BHE 3aBUCUMOCTH OT UMILIAHTAIIUU
OKC. OH 00ycnoBiIeH HE CAMUMH HAPYIICHUSIMHU TTPOBOJIUMOCTH, a OOIITUPHOCTHIO
MOpPAXEHUSI MHUOKApJa, KOTOpOE  OMNpeNeisieT PpPa3BUTHE  KEITYIOYKOBBIX
HapyLIEHUH PUTMA U CEPACYHON HENOCTATOUYHOCTH.

[IporHo3 wm30JMpOBaHHOM OJIOKaaABl MPABOM HOXKKM Mydyka ['mca oOBIYHO
onaronpusatreH. Ho aByX- W Tpex-mydkoBbie OJIOKAJbl COMPSDKEHBI C Oojee
BBICOKOW CMEPTHOCTBIO B CPAaBHEHUHM C COINOCTABUMBIMHU II0 BO3PACTy MU IOJY
rpynnaMud  OOJBHBIX. JTO OOBICHSIIOT HE CTOJBKO BIUSHUEM HapyIICHUN
IIPOBOJIMMOCTH, CKOJIBKO OCHOBHBIM 3aboineBanueM, ocobenHo MBC. Yacrora
MIPOTPECCUPOBAHUSA  HAPYIIEHUN  BHYTPHXKEITYJAOYKOBOIO  MPOBEACHUS B
nanexo3amenmue Gopmel U B noauyto [DKB He Benuka, Tak 4To pUCK CMEPTH OT
OpanmuapuTMuii He3HauuTelIeH. B TO ke BpeMsi eCTb OCHOBAHHUSA CBS3BIBATh
MOBBIIICHHYI0O CMEPTHOCTh C TaxWMapUTMHSIMU UM HMH(PAPKTOM MHOKap/a.
Onnopemenno BJIHIII™ u3-3a acHHXpOHHOTO BO30YKICHUS JKEITyT0YKOB CHUYKAET
HAaCOCHYI0  (DYHKIMIO JIEBOTO  JKENyJO0YKa, CIOCOOCTBYS  Pa3BUTHIO U
MPOTrPECCUPOBAHUIO CEPACYHON HEIOCTATOYHOCTU. B 3THX cllyyasx yMECTHO

paccMOTpeHHEe BOIIPOCa O PECHHXPOHU3HUPYIOIIEH Teparuu.

3.6. Jleuenune OpaamapuTMuii

Jleuenne Oompubix ¢ JICY mpeamonaraer cleayroIue HampaBICHUS:
yCTpaHEeHHE Opaaukapauu ¢ € KIMHUYECKUMU TIPOSBICHUSIMH, YCTpaHEHUE
COINYTCTBYIOIIUX HApyUICHUN  puUTMa cepaua u NPEeAYNPEXKIACHUE
TPOMOOAIMOOTUYECKUX ~ OCIOKHEHUU U, pa3yMeercs, JICUeHHWEe OCHOBHOTO
3aboneBanus. beccumnromubie 6oabHbIe ¢ JICY mpu OTCYTCTBUM OPTaHHMYECKUX
3a00JIeBaHUM cep/lla U COMYyTCTBYIOIIMX apUTMHUI JieueHus: He TpeOyroT. B To xe
BpeMsI TaKHe MAIlUEHTHI JOJKHBI M30eraTh JSKapCTBEHHBIX IIpenapaToB, KOTOPHIC
MOT'YT OBITh Ha3HA4YE€HBI MO MPUYUHAM, HE CBS3aHHBIM C CEPJECYHO-COCYIUCTOU
MaToJIOTHE W KOoTophble yrHetaroT ¢QyHkiuio CY (mpemaparbl JUTHS U JIpYTUe
MICUXOTPOIHBIE CPENICTBA, IMMETHAWH, aJA€HO3WH U Ap.). llpm Hamuuuum
OPraHUYeCKUX CEepPJICUHO-COCYAMCTBIX 3a00Je€BaHUN CHUTyallus OCJIOXKHSIETCS
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HEOOXOJMMOCTBIO HA3HAYEHUS TaKuX IMpernapaToB (OeTa-aapeHOOIOKATOPHI,
OJIOKaTOPHI KaJbIIMEBBIX KAHAJIOB, CepleYHbIC TIMKO3UIBI). OcoObie MPOOIEMBI
MOTYT BO3HUKHYTh B CBSI3M C Ha3HAYECHUEM AHTHAPUTMUYECKHUX MPENapaToB JJIs
JICUYEHUsl COMYTCTBYIOIIUX ApUTMHUH, MPEexae BCEro, GUOPHIUISIIMKA MPEACEPAU.
Ecniu mpu sToM He ynmaercss JTOOUTBCS >KEIAaeMOro pe3yjbTaTa BbBIOOPOM
JIEKapCTBEHHBIX MPEnapaTroB, B MEHbIIEH cTeneHu Biustonmx Ha QyHkiuio CY,
WIM YMEHBIICHHEM 03Bl IpenapatoB, To ycyryonenue JCY c mosBieHueMm eé
KIIMHAYECKUX CUMNOTOMOB moTpedyer umiuiantauuu WBP. ¥V manueHtoB c yxe
uMerolencs kamaudeckoi cumnromatukoi JICY Bompoc 06 ummnantanuun UBP
TpeOyeT NEPBOOYEPETHOIO PACCMOTPEHUS.

[locTosiHHAs  ANEKTPOCTUMYJISILUS ~ CEpAlla  YCTpaHSAET  KIMHUYECKHE
nposisnienust JICY, HO He BiMseT Ha OOlIyl0 CMEPTHOCTh. B Hacrosiee Bpems
METOJIOM CTUMYJISIIUU MEPBOTO BBIOOpA NMPU3HAETCS JIBYXKaMEpHas CTUMYJISLUSA
ceplilla C 4YacTOTHOM anantanue u ympaieHueM AB 3anepxkkoit (DDDR +

AVM). ITokazanus K 5TOMy METOAY JI€UECHUSI PECTABIEHBI B TA0IHUIIE 2.

Tabnuya 2. [lokazanus Kk NOCMOSHHOU CIUMYTAYUU cepoya npu OucoyHKyuu
CUHYC08020 V31a

HUmniaanranusa JICEKTPOKAPAHUOCTUMYJIATOPA NMOKa3aHa:

1. Korga ycraHoBieHa CBA3b MEXAY KIMHUYECKUMU CUMIITOMaMU U
AIEKTPOKAPAUOTPAPUIECKUMHU TTPOSIBICHUSAMU JUCHYHKIIUA CUHYCOBOTO y3J1a, CIIOHTAaHHOW WITH
ATPOr€HHOU KaK CJIEICTBUE JUIMTEIBHOM JIEKAPCTBEHHON TEPAIiU, OT KOTOPOH HEIb3s
OTKa3aTbCs

2. HpI/I XpOHOTpOHHOfI HECOCTOATCIBHOCTH, COHpOBO)KIIElIOH.ICfICH CUMIOTOMAaTHKOM

NmnnanTanus 3JIeKTPOKAPANOCTHMYJIATOPA 1eecoo0pa3Ha:

1. I[Ipu auchyHKIIMM CHHYCOBOTO Yy3JIa ¢ YaCTOTOW pUTMa cep/ia Menee 40 yaapoB B MUH,
BO3HUKAIOIIEH CIOHTAHHO WUJIH B Pe3yJIbTaTe HEOOXOUMOI JIeKapCTBEHHOM Tepanuu, Koraa
YETKasl CBSI3b MEXK/y BRIPKEHHON CUMIITOMATHKOMN, XapaKTepHOU i1 OpaauKkapanu, u
NENCTBUTENLHBIM HATHYUEM OpaJuKapaIuu He TOKYMEHTHpPOBaHA

2. Ilpu cuHKOMAaNBHBIX COCTOSHUAX HEBBIICHEHHOTO NMPOUCXOKCHHS, KOT/1a BbIpaXKEHHbBIE
HapylmeHus (QyHKIMM CHHYCOBOTO y3J1a YCTaHOBIIEHBI MO pe3ynbratam DDPU

NMniaHTanus 3J1eKTPOKAPAMOCTUMYJISATOPA MOKET 00CYKAATHCSA:

Korma mocrosiHHas yactora puT™Ma cep/ia Bo BpeMs 0oapcTBoBanus MeHee 40 y1apoB B MUH.
npu MUHUMAJIbHO BBIpa)KeHHOfI CUMIITOMATHUKE

NmnuiaHTanus 3J1eKTPOKApPIHOCTUMYJIATOPA He MOKAa3aHa:
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1. I[Tpu quchyHKIIMU CUHYCOBOTO y3J1a y OOJbHBIX 0€3 KIMHHUYECKONH CUMIITOMATHKY, BKIIOYAst
TeX, Y KOTOPBIX CHHYCOBasi Opanukapaus MeHee 40 yaapoB B MUH. SIBIISIETCS CIICJICTBUEM
JUTUTENIBHON JIEKAPCTBEHHON Tepanuu

2. Ilpu nuchyHKIMK CHHYCOBOTO Y3712 y OOJBHBIX, Y KOTOPBIX Y€TKO JTOKYMEHTHPOBAHO, YTO
CHUMIITOMBI, ITpeJiIoJIaraBIine Haruuue OpaJukapiuy, B JeHCTBUTEILHOCTH HE CBSI3aHbI C
PEAKUM PUTMOM

3. Ilpu nuchyHKIMU CUHYCOBOTO y3Jla C CHMITOMaMU OpaauKapAuH, BBI3BAHHON 00paTUMBIMU
NPUYMHAMY WU JIEKapCTBEHHOH Tepanuei, He SBIIOIEicss He00X0MMOit

Crnenyer, ogHaKo, y4YUThIBaTh, 4yTO B ciy4ae pasButus JICY B cBs3u C
OPEXOASAIIMMHU  SIBHO OOpaTUMbIMH TNPUYMHAMU BONPOC OO0 UMILIAHTAL[UU
KApAUOCTUMYJISITOPA JOJDKEH OBITh OTJIOXKEH, a JIEYCHHE HAalpaBlIEHO Ha
KOPPEKIIMIO BbI3BABIINX COCTOSIHUM (TI€pe103UpPOBKa JIEKAPCTBEHHBIX IIPENapaToB,
ANEKTPOJIUTHBIE  HApYLIEHWs, MOCIEACTBUS HWH(MEKIUOHHBIX 3a00JeBaHUM,
TUCPYHKIMS UIUTOBUIHOMN KeJe3bl U T.1.). B kauectBe cpenct ycrpanenus [ICY
MOTYT OBITh HCIIOJIb30BaHbl MpenapaThl aTponuHa, TeodUUIMHA, BpPEeMEHHAas
ANEKTpOCTUMYIISIIUS cepaua. llepcuctupyronryro GUOpMIUISILMIO HpeAcepauid ¢
HHU3KOM 4YaCTOTOW JKEIYJIOYKOBBIX COKpPAIIEHUW CJIEAYyET paccMaTpuBaTh Kak
ectecTtBeHHOE camomsiieueHne oT JICY u BO3AEp:KMBATbCS OT BOCCTAHOBJICHUS
CHUHYCOBOI'O PUTMa.

AHTUTpOMOOTHYECKAs] Tepanusi JOKHA MPOBOAMTHCS BO BCEX CIydasx
COIYTCTBYIOLIUX MPEACEPAHbIX TaXUAPUTMHUA B TOJHOM COOTBETCTBUU C
PEKOMEHAIUSMU 10 AHTUTPOMOOTUYECKON Tepanuu GUOPUIUISIIUN TPEICEPAUA.

C yuetoM coBpeMeHHOro jedenus nporuo3 JCY onpenenseTcss OCHOBHBIM
3a00JIeBaHUEM, BO3PACTOM, HAJIUYUEM CEPJCYHOM  HEJOCTATOYHOCTH U
TPOMOOIMOOTNYECKUMH OCIOXHEHHUSIMH, Ha YacTOTY KOTOPBIX MOKET BIHATH
aJieKBaTHasE AHTUTPOMOOTHYECKas Tepamusi M aJIeKBaTHBIM BBIOOp pexuma
ANIEKTPOKAPIUOCTUMYJISLINH.

Kak u B ciywae [ICVY, neuenune IDKB M0mKHO HAauMHATBCA C PEIICHUS
Bonpoca 00 OOpaTUMOCTH BbI3BaBIIMX WX NpuuuH. [Ipum oOparumsix ¢dopmax
Omokan TpeOyeTcsi yCTpaHeHHE MPUYMHHOTO (akTopa (OTMEHA JIEKapCTBEHHBIX

npenaparoB ¢ yraetatouum aeictBueM Ha [ICC, xoppekiusi 3ieKTpOIUTHOTO
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OamaHca, yCTpaHEHHE THUIIOKCHHU), JedeHHe HWH(EeKInoHHOro mpomecca. [lpu
HaJMYUU CUMIITOMOB OpaJuKapuyd MOTYT ObITh MCIIOJIb30BAHbI BAaroJIMTHUYECKUE
cpelnctBa (aTponuH) WM OeTa-aipeHOCTUMYJSATOPbl. B ciiydae cepbe3HbIX
FeMOJMHAMUYECKUX HAPYIICHUN HUCIOIb3YETCS BPEMEHHASI JICKTPOCTUMYJISIIIUS
cepaua. Kak cpeacTBo SKCTPEHHON MOMOLIM TMPUMEHSIOT TPAHCTOPAKAIBHYIO
HapYXKHYI0 3eKkTpocTuMyJsiinuio. Ona 3¢ dexTuBHa 6osiee yeM B 90% cimydae, HO
eciu Tpedyercst e€ npomopkenne 6onee 30 MUHYT, TIEPEXOAAT K TPAHCBEHO3HOM
CTUMyJSILUKU. BpeMmeHHas »HAOKapAuaidbHas CTUMYJSILMS — CEpIALA  MOXKET
MPOJIOTIKATHCS JUTUTEIHLHOE BPEMSI, UTO BAXHO B TE€X CIIy4asx, KOTJla HEOOXOIUMO
BBDKJATh CPOK, YTOObl yOEIUThCS B HEOOPATUMOCTH OJOKaJbl WJIM KOTJa
TpeOyeTcsi BpeMsi, 4TOObI MPOU3BECTH MMILIAHTAIIUIO UCKYCCTBEHHOTO BOJMTEIIS
pUTMA.

[TocTosiHHAsT 3NEKTPOCTUMYIISIIUS CEpPAUA SIBISIETCS OCHOBHBIM METOJIOM
neyenusa [DKb. HMiutaHtanmusi KapauOCTUMYJSTOpA CYHIECTBEHHO YJIy4llaeT
MPOTHO3 OOJIBHBIX, MPUBOJSI €r0 B COOTBETCTBUE C MPOTHO30M, OMpEAeIsieMbIM
OCHOBHBbIM 3a0oseBanueM. [lpu BbIpaOOTKE TMOKa3aHUW K IOCTOSHHOM
KapIUOCTUMYJISILIMM ~ UMEIOT 3HA4YeHUE JOKYMEHTHUPOBAHHBIE KIMHUYECKHE
MPOSIBJICHMS, TUTl 010Kaabl U ypoBeHb TopaxkeHus [ICC. 1o MOXKeT onpeaenuThb
npeBeHTUBHbIA moaxoa K wuMmuiantauuu OKC. IlokazaHuss K MNOCTOSTHHOM
AIEKTPOCTUMYIISIITUU cepnia pu mpuodperenubix Kb npencraBnens: B Tabm. 3.

Oco0yr0o  KaTeropmro  MPEACTaBISIIOT  OOJIbHBIE ¢ HApYUICHUSIMHU
BHYTprkenynoukoBoil mpoBogumocTu. Pazsutue IDKD Il u Ill crenenu, a takxke
anbTEepHUpYIOass OJoKaga OJHO3HAYHO YKa3bIBAIOT HAa HEOOXOJAUMOCTh
umiiantaiuun OKC. C apyroil CTOpOHBI, MMEIOTCS OOJBIINE CIIOXKHOCTH B
peuienun Borpoca o0 ummutantauuu DKC B ciydasx, korja Ha GOHE UMEIOIIMXCS
HapyIIEHUH BHYTPIKEIYJT0YKOBON MPOBOJMMOCTH BO3HHKAIOT OOMOPOKH, CBSI3b
KOTOpBIX C Opamukapaueil He 1gokazaHa. J[eWCTBUTENbHO, HEMHOTHM MEHEe
MOJIOBUHBI TaKMX OOMOPOKOB HE CBsI3aHbl ¢ Opanukapaueil. B pemenuun Bompoca
00 wmmmadTanmu DKC B Takux ciiydasx BbIXOJ BUAST B mpoBeneHuun DDU c

orleHKor uHTepBajga HV u neMoHcTpanuei MmoAruccoBoi OMOKaabl MPOBEACHUS
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P 3JEKTPOCTUMYJISILIMM TIPEACEPANIA, @ TAKXKE C UCKIIOUEHHEM BO3MOXKHOUW poJin
YKETyI0YKOBOM TaxUKapJIUM B OCHOBE KJIMHUYECKOW cuMnToMaTtuku. [lokazanus
MIOCTOSIHHOM CTUMYJISIIUM  CEpJLla IPU HAPYUIEHUAX BHYTPHKEIYJIOYKOBOU
MPOBOJAMMOCTH IIPEACTaBIICHbI B Ta01. 4.

YcranoBuBielcsa nocie uHpapkTa MUokapaa mnocrosiHHas (opma I[TKB,
KaK MMpaBWJIO, CBSI3aHa C MopakeHueM aucTtaibHbIX oTAenoB [ICC u nmoka3aHus K
uMmiuiantaiiuun OKC npu 3TOM HE Bcerja Yy4YWTHIBAIOT HalMYWE KIMHUYECKOU
CUMIITOMATUKUA Opagukapauu. [locTosiHHAas 3IEKTPOKApANMOCTUMYIISIUS Cepia
nokazaHna npu uatepmutTupyronuit 6iaokane |l u Il crenenu, ecnu noaTeepKaeH
ypOoBeHb NopakeHUs1 HUxKe AB y3ma (B0O3MOXKHO ¢ ucnoib3oBanuem DDU), u npu
anbTepHUpyoNel Onokage Hoxek myuka [uca. Wmmnantanmus DOKC moxer
oOCcyXnaTbcsi MpU CTOMKO coxpanstomieica Onokane |l-1I1 crenmenn mnpu

OTCYTCTBHUH KJIMHUYECKOM CUMIITOMATHUKH.

Tabauya 3. [lokazanus K NOCMOSAHHOU CIUMYIAYUU Cepoyad NPU NPUOOpemeHHoll
ampuo8eHmMpuKyIsAPHOU O10KAOe ) 63POCIbIX

AmnuianTanms 371eKTPOKAPAMOCTUMYJIATOPA MOKA3aHA:

1. ITpu Ip-XK 6sokane |1l crenenu n nanexo3amenmieit 6aokane |l crenenu Ha o6oM
AQHATOMHYECKOM YPOBHE, COIIPOBOKAAIOIIASCS CIEAYIOIIUMH yCIOBUSIMU:
a. bpanukapaus (u3-3a [Ip-)K Onokanbl) mposBIsoMascs CAMITOMaMU (B TOM 4HCIIEe

CepJIeTHAasT HeJOCTATOYHOCTD) WITH KETYTOYKOBBIMUA aPUTMHUSIMH, 00YCIIOBICHHBIMHU
Opanukapauen

b. AputMmuu u apyrue COCTOSHHS, TPEOYIOIINE MpreMa MpenapaToB, KOTOPbIEC MPUBOIST K
CUMITOMAaTUYHON OpajuKapIuu

C. JlokyMeHTHpOBaHHbBIE MEPHOBI ACUCTOINH MPOAOIDKUTEIHLHOCTHIO > 3.0 cex. nim 1r000ii
BBICKaJIb3bIBAIOIINN PUTM ¢ 4acToTol < 40 y1apoB B MUH. B IIepruo/1 O0IpCTBOBAHUS WU
000 BBICKAIB3BIBAIOIINN PUTM W3 HCTOYHUKA HIDKEe AB coenunenus naxe npu
OTCYTCTBHMM KIMHUYECKUX CUMITOMOB

d. MepuarensHas apuT™Mus ¢ OpaguKkaparei B mepruo 00APCTBOBAHMUS U XOTs ObI 1 may30ii
JUINTEJIBHOCTBIO OoJiee 5 CeK. Jake IpU OTCYTCTBUM CUMIITOMOB

e. Tlocne xarerepHoii abnanuu AB coenunenus (uckitouast Mmoaudukanuo AB y3na)

f. Tlocneonepannonnas I[1p-XX Gnokaza, He mpenoararolias ClIOHTAHHOTO UCYE3HOBEHHUSI
0. Heiipompimeunsie 3a00eBanust (MUOTOHUYECKAs MBIIIIEUHAs! TUCTPODHSI, CHHIPOM
Kearns-Sayre, muonarust 9p6a u nnepoHeaibHasi MbIIIeYHast aTpOds)
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2. ITpu Ip-XK 6mokame BTOpoi CTENeH BHE 3aBUCUMOCTH OT THIIA WU YPOBHS OJIOKaIbl B
COUYCTaHWH C OpaTuKapaueid, COMPOBOXKIAFOIICHCS KITMHUICCKIMHE MPOSIBICHUSMU

3. IIpu 6eccumnTomuoi nepcuctupyromient [1p-K 61okazne 111 crenenu co cpeaneit gactoToi
putMa B iepuoz 6oapcroBanus 40/MuH u 6osee pu ypoBHe 0siokaabl Hxe AB y3na, ninu
npu JIF0OOM YpOBHE OJIOKAJIBI, €CITH UMEETCS KapAMOMETIINS MIIN TUCHYHKIIHS JIEBOTO
KeIyJ0uKa

4. Ilpu [Ip-X 6mokane Il wum 11l crenenn, Bo3HMKaroMmeH npu GU3NIECKON Harpy3Kke, He
COIPOBOXKAAKOLICHCS HIIEMUEN MUOKapAa

NMmuianTanms 3JeKTPOKAPAMOCTUMYJIATOPA 1ejiecoodpa3Ha:

1. ITpu 6eccumnromuoi [Ip-XK Giokane Il crenenn Ha 11000M aHATOMHYECKOM YPOBHE MPH
yacrore putMma 6osnee 40 y1apoB B MUH. B IEPHO/I OOAPCTBOBAHUS MPU OTCYTCTBHU
KapIMOMeTaTuu

2. Ilpu 6eccummromuoii [Ip-2K 6mokane |l crenenn Ha ypoBHE Win HUXKe mydka [ uca,
oOHapyxuBaemas Bo BpeMs DDOU

3. Ipu [p-2K 6mokane | wnm |l crenenu ¢ moka3aHHBIME HX TEMOJHMHAMUYCCKUMU
MOCIIEACTBUSIMH B BHJI€ CAMITOMATUKU, CX0XKEH ¢ IEHCMEKEPHBIM CUHIPOMOM

4. ITpu 6eccumnromuoit [Ip-XK 6nokane Il crenenu tum Il ¢ y3kumu komruiekcamu QRS (ecnu
mmpokue QRS, cM. mydkoBbIe GJI0Ka/IbI)

NmmuiaHTanus 3J1eKTPOKAPIHOCTHMYJIATOPA MOKET 00CYKIaAThCSI:

1. ITpu [1p-K Gnokase 11000 cTenenu Npyu HATUYUU WM OTCYTCTBUM CUMITOMOB y OOJIBHBIX
C HEHPOMBILIEYHBIMU 3a00JIeBaHUAMH (MHOTOHUYECKAs! MbIIIEYHAst TUCTPO(DUs, CHHIPOM
Kearns-Sayre, muomnaTust Dp6a u mepoHeabHasi MBIIIeYHast aTpodus)

2. HpI/I Hp-)K 6)'[01(3,[[6‘, BO3HHUKIIIEH MO BIUSHUEM JICKApPCTBCHHBIX MPCIIaPaATOB, KOT'Aa
OKHNIACTCA €€ pEIUAUB MOCIIC UX OTMCHBI

HUmniaanranusa SJICKTPOKAPANUOCTUMYJIATOPA HE ITOKa3aHa:

1. ITpu 6eccumnromuoii [Ip-XK 610kane neppoit creneHu

2. Ilpu 6eccumnromuoii [p-XK 6mokane |l crenenu Tun | Beite yposHs nmyuka ['nca (AB y3en)

3. Koraa npeanonaraercst cnoHTanHoe ucuesnoBenue Ip-XK Giokaas! mim ee ManoBeposTHOE
BO300HOBIICHHE (HAPUMED, JISKapCTBEHHAss TOKCUYHOCTh, OoJie3Hb Jlaiima, sleep apnea 6e3
CUMITTOMATHUKH )

Pazsutne IDKB  nocne  uwHbapkra  MHOKapaa  CONPSIKEHO  C
HEOJaronmpusITHBIM TMPOTHO30M BHE 3aBucuMocTH OT wumiutantanuu JKC. On
OOyCJIOBJIEH HE CaMHUMHU HapyLICHUSMU MPOBOAUMOCTH, a OOUIMPHOCTHIO
MOPAXXEHUSI MHUOKapJa, KOTOpOE  OMNpEeNeiseT Pa3BUTHE  KEITyIOYKOBBIX
HApYLICHUWN pPUTMA M CEPACYHOM HENOCTAaTOYHOCTU. B CBsI3M ¢ 3TUM
npeanojaraloT 0ojiee yMECTHBIM paccMaTpuBaTh BONPOC 00 HWMILIAHTALUU

KapAHOBEPTEPOB-1eHUOPUIIITOPOB, a TAKKE O PECUHXPOHU3UPYIOIICH TEparuu.
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Brei6op pexuma ctumymsinuu nipu [DKB ompenensercs HeoO6XxoanuMocThio
[DK pecunxpoHU3alnu, COCTOSHUEM (YHKIIMU CHHYCOBOTO y3JIa U XapaKTepoM
TeyeHus: Onokanel. Ilpum Hammuum nepcuctupymome (opmbel MepraTeabHOU
apuT™Muu, Korjga BocctaHoBieHue DK cuHXpoHHM3aIMM HE aKTyaldbHO, METOJOM
BbIOOpa SBISIETCS OJHOKAMEpPHAsl CTUMYJISIIUSL OKEJIYJOYKOB C YacCTOTHOM
apantanueit (VVIR). IIpu cunycoBom putme ¢ npossienusymu JICY, B Tom yucie
C XPOHOTPOIHON HECOCTOATEIBHOCTHIO, METOJOM TMEPBOrO BHIOOpA SBISETCS
nByxkamepHasi crumysisiiust a pexkume DDDR. Ipu nopmanbnoit pynkiuun CY
HaWJIy4lIUM BBIOOpOM CIykuT pexum DDD, x0T MOXeT ObITh HCIOJIb30BaH
TEXHUUYECKU 00Jiee MPOCTON METO, TPEOYIOMIN UMILTIAHTAIIMH OJHOTO 3JIEKTPOa
— VDD. B ciyyae MHTEpPMUTTHPYIOLIMX HapylIEHUH MPOBOAMMOCTH, KOTJa B
MEXKMPUCTYMHBI  TEepHoA  COOCTBEHHOE TIPOBEJCHHE BIOJHE COXPaHHO,
PEKOMEHAYETCSI ~ UCHOJb30BaTh  QITOPUTMBl  MPUOPUTETA  COOCTBEHHOIO

nposenenus npu DDD pexume crumyssiuu (DDD + AVM).

Tabnuya 4. [lokazanus K NOCMOSHHOU CIUMYIAYUU Cepoya NPU XPOHUUECKOU
08YX- U MPEXnYYKo8ou b1oKkaoe

HUmniaanranusa JICEKTPOKAPAHUOCTUMYJIATOPA NMOKa3aHa:

1. ITpu unrepmurtupyromeit [Ip-K 6mokane Tperbeli creneHu

2. Ilpu Ip-XK 6nokaze Il crenenn tum |l

3. [Ipu anpTepHupyrorieit 6okane Hokek myuka ['uca

NMmnnanTanus 3JIeKTPOKAPANOCTHMYJIATOPA 1e1ecoo0pa3Ha:

1. IIpu cHHKONANBHBIX COCTOSHUSAX, ISl KOTOPBIX HE JI0Ka3aHa cBa3b ¢ [Ip-)K Onokanoii, B To
BpeMs Kak Jpyrue Haubosee BO3MOXKHbIE TPUUUHBI (KETyI0UKOBasi TAXUKApAMs) UCKITIOUEHBI

2. Ilpwu BhIsiBICHUH ymnHeHHOTO HHTEpBaia HV (2100 mc) Bo Bpemst DDU y OonbHBIX O3
KJIIMHUYECKON CUMIITOMAaTUKU

3. Ilpu BoIsiBIeHUH BO Bpemsi DDV ¢ moMoLIbI0 CTUMYIISIUH Npeacepanil O10Kaabl HUXKe MydKa
I'uca

NMniaHTanus 3J1eKTPOKAPAHOCTUMYJISITOPA MOKET 00CYKAATHCSH:

[Tpu nBYX- WK TPEXITyYKOBOM OJ0Ka/ie TPU HATMYUU WIIM OTCYTCTBUH CUMIITOMOB y OOJBHBIX C
HEHPOMBIIIEYHBIMH 3200JIEBAaHUSIMHU

AmnuianTanus 3J1eKTPOKAPAMOCTUMYJIATOPA He MOKAa3aHa:

1. ITpu dacuuxynsapuoit 6mokane 6e3 [1p-)K 6mokaasl Wi KIMHUYECKUX CHMITTOMOB

2. IIpu dbacumkynsapuoit 6mokane ¢ [1p-XK 6mokanoii | crenenn 6€3 KIMHUYECKUX CUMITTOMOB
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Heiipo-kapauanbHbie  OOMOpPOKH, K KOTOPBIM  OTHOCATCA  CHHIPOM
TUMEPYYBCTBUTEILHOCTH KapOTHAHOTO CHHYCa W Ba3oBarajbHble OOMOPOKH, B
OIIPEJENECHHBIX CllydasX UMErT nokazanus K umiutanranud OKC. IIpu cunapome
KApOTUJHOIO CHHYCA 3TOT METO[ JEYECHHs CHMXKAET YacTOTY PEUUIMBUPOBAHUS
CHUHKONAJIBHBIX cocTossHMM ¢ 1,68 smm3oma Ha desoBeka B rox g0 0,04, cHmxkas
OTHOCUTEJBHBIM PHUCK penuauBoB Ha 98%. OTO NO3BOJISIET PEKOMEHIOBATH
JAHHBIM METOJI JIEYEHUS KaK IMOKAa3aHHBII IPU CUHAPOME KapOTHUAHOIO CUHYCa, HO
TOJIKO IPH JOKAa3aHHOCTU €ro KapJUOMHITMOMTOPHOIO BapuaHTa. J[ByxkamepHas
CTUMYJIALIMS UMEET MPEUMYIIECTBA NEpe]l CTUMYJIALMel B pexxume VVI.

OPPeKTUBHOCTh  BJIEKTPOKAPAMOCTUMYIISIIMM  MPU  Ba30BarajibHbIX
00MOpOKax (TUIATTECT-UyBCTBUTEIbHBIX) HE CTOJb OYEBUIHA, KAK MPU CUHAPOME
KapOTUJHOIO CHHYcCa. B TO ke BpeMs aHHBIA METOJ PEKOMEHIYETCs] B KauecTBE
nenecooOpasHoro y maunuveHToB crapimie 40 et ¢ KapJIMOMHTMOUTOPHBIM
BapUAHTOM YaCThIX OOMOPOYHBIX COCTOSIHUH, €CIU JPYTU€ METObl JEUEHUS He
OKa3bIBaIOT 3P dekra. MeTogoM BbIOOpa BHOBb CTAHOBUTCSI CTUMYJISALIMS B PEXKUME
DDD.

st coxpanenusi coocrseHHoro putma u IDK nmpoBogumocTH, KOTOphIE B
MEXXIPUCTYIHBIN NEepuoa B OOJBIIMHCTBE CIIy4aeB HOPMAJIbHBI IPU 3TUX ABYX
dopmax o0OMOpOKOB, pekomeHayercs mnporpammupoBaTh OKC Ha HHU3KYIO

0a3MCHYI0 YaCTOTY WJIM MUCIOJIb30BaTh (DYHKIIMIO THCTEPE3HCA.
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Kaacendpukanunsa no MKB 10

149.0 ®uOpu/IsIUA U TPeneTaHue KeJTyT04YKOB

149.1 IIpesxkneBpeMeHHAs 1eNOJsIPU3aUA NPeAcepaAnii
[IpexxneBpeMeHHbIE COKpALIEHUs TpeACEepaAni

149.2 IlpesxxneBpeMeHHAas1 eNOJSIPU3ALMS, HCXOASIAs U3 COeANHEHUS
149.3 IlpesxkneBpeMeHHAas AeNOJISIPU3ALNS KeJTYT0YKOB

149.4 [Ipyrasi 1 HeyTOUHeHHAs NPeKAeBpeMeHHAas JenoasApu3anus
DKTOMUYECKUE CUCTOJIBI DKCTPACUCTOIBI DKCTpacucToanyeckas aputMus [IpexaeBpeMeHHbIe:
cokpamenus bJY cxarus

149.5 Cungpom cj1adbocTu CMHYCOBOIO y3J1a

CunapoM Taxukapauu-OpaguKapIuu

149.8 /Ipyrue yrouHeHHble HAPpYLIIEHHUSI CEPAEYHOr0 pUTMA

Hapymenue putma: KOpOHapHOTO CUHYCa SKTOIIMYECKHUE Y3JI0BbIE

149.9 Hapymenue cepae4yHoro purMa HeyTO4YHEeHHOe

Aputmus (cepreunas) BJY

147.0 Bo3BpaTHas Ke/1y104KOBasi apUTMHS

147.1 HapskesyioukoBasi TaXMKapaus

[Tapokcu3manibHas TaXUKapAus: IpeicepaHas NpeacepAHO-KEeITYJOUKOBas UCXOAIIAs U3
COEIMHEHUS Y3JI0Bast

147.2 KeaynouxoBasi TAXUKaApAUs

147.9 Ilapokcu3manbHas TAXMKAPAUsA HeYyTOYHEHHAs

Cunnpom bysepe (I'odpdmana)

144.0 IIpeacepano-xkeayn04KoBas 6,10Ka/1a MEPBOii cTeNeHN

144.1 Ilpeacepano-xeaya04KoBast 610K a BTOPOM CTENeHH
ATtpuoBeHTpuKysipHas Onokana, Tun [ u Il biokaga Mo6utua, tun I u Il bnokana Bropoit
crenenu, tui [ u II bnokana Benke6axa

144.2 Tlpeacepano-xeaya04KkoBasi 6J10Kaaa MOJTHASA

[Tonnas 6nokana cepaua b/1Y brnokana Tpetbeit creneHu

144.3 Ipyrasi 1 HeyTOUHeHHAs Mpe/IcepIHO-KeIy10UKoBasi 0J10Ka1a
ATpuoBeHTpHKYIsipHas O1okaga bBJY

144.4 biokana nepeaHeil BeTBH J1eBOl HOXKKHU Ny4YKa

144.5 Baiokana 3aaHeil BeTBH JIeBOH HOXKKH Iy4YKa

144.6 /Ipyrue u HeyTOUHeHHbIE 0JIOKAAbI IIyYKa

['emu6nokana neBoit Hoxkku myuka BJY

144.7 biokana j1eBoil HOKKHU IMy4YKa HEYTOYHEeHHAs

145.0 biiokaga npaBoil HOKKH NMy4YKa

145.1 [Ipyras u HeyTOUHeHHAsl 0J10KA1a NPABOH HOXKKH My4YKa
biiokana pa3BeTBIIeHH ITpaBOM HOXKKU ITydka bJ1Y

145.2 IsyxnyuykoBas 0;10Kaxa

145.3 TpexnyukoBasi 0;10kaaa

145.4 Hecneunduyeckass BHyTPHKeJTy109KOBasA 0J10KaAa

biokana Hoxku myuka b/[Y

145.5 JIpyrasi yrouHeHHasi 6;10Kajia cepana

CunycHo-nipencepanas 6mokana CuHoaypuKyssipHas O10kajga

145.6 Cunapom npeskaeBpeMeHHOr0 BO30Y KIeHU s

AHOMaIMU IpeCcepAHO-KeyTI0UKOBOro Bo30yxieHus [IpencepaHo-keny10uKkoBoe
MIPOBEJICHUE: YCKOPEHHOE 10 JIOMOJHUTENBHBIM MYTSIM C MPEKIEeBPEMEHHBIM BO30YXKI€HUEM
Cungapowm Jlayna-I"anonra-Jlesuna Cunapom Bonbda-ITapkuncona-Yaiita
145.8 /lpyrue yrouHeHHble¢ HAPYLIEHUS NMPOBOAMMOCTH
[Tpencepano-xenynoukoBas nuccoruanus MaTepdepeHTHas AUCCOonnaIis
145.9 HapyuieHue npoBoAMMOCTH HEYTOYHEHHOE

bnokana cepaua BIY Cunapom Crokca-Anamca
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