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1. HAJIKEJTY1IOYKOBBIE HAPYIIEHUS
PUTMA CEPJLIA

K HamKemyn04KOBBIM, WM CYIPaBEHTPUKYJSIPHBIM, HAPYIICHHUSIM pUTMa cepaua
OTHOCAT apUTMHUHU, UCTOYHUK KOTOPBIX PACHOJIOKEH BBILIE PA3BETBICHUN ITyYKa
['uca: B CHHYCOBOM y371€, B MUOKApJE MPEACEPAUNA, YCThSIX MOJIBIX MM JErOYHBIX
BEH, a TaK)K€ B aTpUOBEHTPUKYJsipHOM (AB) coenunennn ( AB-y3ne niam obmem
cTtBosie myuka I'mca). KpoMme TOoro, k HaJIXKelyJOUYKOBBIM OTHOCST apUTMUH,
BO3HUKAIOIIME B pe3ysbTare (YHKIHMOHUPOBAHUS B CEpAllE aHOMaJbHBIX
aTPUOBEHTPUKYJISIPHBIX NOpoBOIAIIMX myTed (myukoB Kenta wiM BOJIOKOH
Maxaiima).
B 3aBucuMocTM OT XapakTepa KJIMHUYECKUX U 3JIEKTPOKapAHOrpapuiecKux
IIPOSIBJICHUM HAJDKEIYIOUYKOBBIE HAPYIICHMs] PUTMA cepAlua pasAciialoT Ha TpHU
HOATPYIIIBL:

® Ha/HKEIYJOYKOBYIO 3KCTPACUCTOJIHIO,

® YCKOPEHHBIN CyNPaBEHTPUKYJIAPHBIN PUTM,

® HA/DKCIYJOYKOBBIC  TaxWKapAWM, BKJIIO4Yas  TpelneTaHue U

GUOPHILIAIUIO TIPEICePIUH.

1.1. HAJIZKEJIY JOYKOBASA OKCTPACUCTOJINUSA

1.1.1. Snuodemuonocusn, ymuonozus, paxkmopvt pucka

Hamxenynoukosast sxctpacuctonus (HXD) sBnsercss ogHoi u3 Hanbosee 4acThixX
apUTMUHN B KIMHUYECKOW MpaKTHKEe W HaOIIoJaeTcs y JroAel Jro0oro Bo3pacra.
Bo3nuknoBennto HXKD Moryr cmocoOcTBoBaTh pasivuHble  3a00J€BaHUs
CEepPACYHO-COCYAUCTOU CHUCTEMBI (UBC, TUIIEPTOHUYECKAS 00Je3Hb,
KapJMOMMOIIATUH, KIJIAIIAHHBIE MOPOKH CepJilld, MUOKAPAUT, MEPUKAPIAUT U JIp.),
SHIOKPHUHHBIE 3a00J€BaHus, a TaKKe OO0JIE3HU JIFOOBIX APYTMX OPraHoB U CHUCTEM
OpraHu3Ma, CONPOBOXKIAIOLIMECS CEPACUYHBIMU MPOSIBICHUSAMU. Y IPAKTUYECKU
3nopoBbix Jul HXXKD Moxker ObITH CIPOBOLIMPOBAHA 3MOLMOHAIBHBIM CTPECCOM,
WHTEHCUBHOMN (PU3MYECKOI HArpy3Kou, MHTOKCUKAIIMEH, ynoTpebieHrnemM KodenHa,
BO30Y)K/IAIOIIUX  CPEJACTB,  aJKOroJisA, KypeHUEM, NpUEMOM  pa3IMYHBIX
JIEKapCTBEHHBIX IMPENApaToB, HAPYLIIEHUSAMH 3JIEKTPOJIUTHOIO M  KHUCIOTHO-
OCHOBHOT0 OajaHca KpOBH.

1.1.2. Onpeoenenue u knaccugpuxkavyus

HamxenynoukoBoii axctpacuctonueit (HXK3) Ha3piBaeTcss mnpexaeBpeMeHHas (110
OTHOLIEHUIO K HOPMAaJIbHOMY, CHHYCOBOMY PHUTMY) D3JIEKTpUYECKAsl aKTHBAIUs
Cepilla, BbI3BaHHAs HMIIyJIbCaMHU, MCTOYHHUK KOTOPBIX pacroJiaraeTcsi B
npencepausix, B JIETOYHBIX WJIHM IOJBIX BeHax (B MeCTax HX BIAJCHUN B
npeacepaus), a Takxe B AB-coequHeHn .

HXD moxer ObITh OAMHOYHOM HIIM TTAPHOU (J1BE MOAPS]T SKCTPACUCTOJIBI), & TAKKE
UMETh XapakTep autoputMuu (Ou-, Tpu-, kBagpuremenun). Ciyvau, korna HXKD
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BO3HHUKAET MOCJE KaXJOr0 CUHYCOBOTO KOMILUIEKCA, UMEHYIOT HAJKETyd0YKOBOU
OMreMeHHeW; €clii OHa BO3HUKAET IIOCJIE KaXJ0ro BTOPOTO CHHYCOBOIO
KOMIUIEKCA — TPUT€MEHHUEH, €CIIA TOCHE KaXJO0r0 TPETHEr0 — KBAJAPUTEMEHHUEN U
T.IL
BosnukHoBenne HXKD 10 MmoaHOro OKOHYaHMS pENONSpU3aALMM CepALa IMOcie
IIPEIIECTBYIONIET0 CHHYCOBOTIO KOMILIEKca (T.e. okoHuaHus 3youa T), umenyercs
T.H. «panHei» HXKD, yactHpiM BapranToM koTopoit sisisgerca HXXD no tuny «P Ha
T». B 3aBUCHMOCTM OT JIOKQJIW3aUUU apUTMOreHHOro  ucroyHuka HIKD
BBIJIEJISIIOT:

® [PEICEPAHYIO IKCTPACUCTOIMIO,

® DHKCTPACUCTOJIMIO U3 YCTHEB MOJIBIX U JIETOYHBIX BEH,

e >KcTpacucTonuio u3z AB-coennneHusl.

1.1.3. Ilamozenes

B ocHoBe Bo3HukHOBeHuss HIKD Moryr lnexaTp pa3jiMuHblE CTPYKTYpPHBIE H
(GyHKIIMOHATBHBIE HAPYIICHUS KJIETOK MPEACEPAHOT0 MUOKAP/1a, MOJIBIX/IETOUHBIX
BeH W AB-coennHEHHs, CONPOBOXAAIOIIMECS HW3MEHEHUEM WX IMOTEHIHAJIOB
nevicteust  (I1J]). B 3aBucumoctn oT Xapaktepa 3IEKTPO(U3UOIOTHUSCKUX
HapylIeHU! B COOTBETCTBYIOIIMX OTAENax cepama MoryT Bo3HukaTe HOKD mo
MEXaHU3My TPUITEPHON AaKTUBHOCTH (HapyIIeHHE NPOLECCOB PENospU3aluu
KieTok B 3-t0 win 4-10 ¢a3er I1/1), anHomanpHOrO aBTOMarm3ma (yCKOpEHHe
MEJUICHHOW Jernoyisipu3anuu kietok B 4-to ¢azy I[1/]) wiu moBTOpHOrOo BXO12
BOJIHBI BO30YXAeHUS (re-entry).

1.1.4. /luaznocmuka, oughghepenyuanvnas ouaznocmuxa

Huarno3 HXD craButcs Ha ocHOBaHMM aHanuza ctaHgaptHoi OKI'. B ciydae
peiCepaHON  IKCTPACUCTOIHH no OKI' perucrpupyrorcs 3youst P,
MPEKIEBPEMEHHbBIE 110 OTHOIICHUIO K OXHJaeMbiM 3yOmam P cuHycoBOTO
MIPOUCXOXKICHUS, KOTOPBIE OTIMYAIOTCS OT TOCIETHUX M0 CBOeW Mopdomoruu

(puc. 1).
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Puc. 1. Ilpeacepanasi 3kCTpacucroJia.

O6o3nauenusi: UC — uHTEpBan cuemieHus npeacepaHoi sxcrpacuctodsl (I19),
I[I2I1 — mocmIkeTpacucroianueckas mnaysa, UYIIOIT —  uypecnuieBogHas
AJeKTporpaMma, A — OCHWUISALMMU TpeAcepauii, V — OCHWIISLHUMN KETyJI0YKOB,
UHJEeKCOM | 0003HauYEHBbI JIEKTPUUECKUE CUTHAIBI CUHYCOBOI'O MPOUCXOXKICHUS,
HHJIEKCOM 2 — 3yieKTpruyeckue curnansi [13.

[Ipy »TOM  WHTEpBAT  MEXIYy OKCTPACUCTOIMYECKMM 3yOonmomMm P wu
NPEAIIECTBYIOMUM UM 3yOIoM P cuHYCOBOro puTMa OOBIYHO HMEET CTPOro
(bUKCUPOBAHHOE 3HAYEHUE U UMEHYETCS «MHTEPBAJIOM CLEIUICHUS MpeacepIHON
IKCTpacucTosibl. Hannune HeckoiabKkux MOp(OJIOrMYecKuX BapuUaHTOB 3yO1oB P
NPEACEPAHON IKCTPACUCTOIUHU C PA3HBIMUA UHTEPBAJIAMU CLEIJIEHUS YKa3bIBAET HA
MHOXECTBEHHOCTh APUTMOI€HHBIX HMCTOYHHUKOB B MHOKapAe MNpeacepauil u
VMEHYETCA HOJUMORHOU NPEOCepOHoll IKcmpacucmoauen. E¢ oqHOW BaXXHOU
JMArHOCTUYECKONW OCOOEHHOCTBIO SIBIIETCS BO3HUKHOBEHHE IMOCJE MPECepaHON
DKCTPACUCTOJIMM TAK HA3bIBAEMOM «HEMOJHON» KOMIIEHCATOPHOU Iay3bl. B aTOM
clydae CyMMapHasl MPOJOJDKUTENbHOCTh HHTEpBaa CLEIUICHUS MpeacepIHON
HKCTPACHUCTOJIBI U MOCTIKCTPACUCTOIIMYECKOMN May3bl (MHTEpBal Mexay 3yonom P
HKCTPACHUCTOJIBI U TEPBBIM MOCIEAYIOMUM 3yO1oM P CHHYCOBOIro COKpalieHus)
JIOJDKHA OBITh MEHBIIE JBYX CIOHTAHHBIX CEPACUHBIX IIUKJIOB CUHYCOBOTO PUTMA
(puc. 1). IIpexxneBpemenHble 3yOubl P nHOrJa MOTYT HakjaJasIBaThCs Ha 3yOer T
(tax HazbiBaemasi dkcTpacuctonus «P Ha T»), pexe - Ha kommuekc QRS
MPEAIIECTBYIONIETO COKPAIICHUS, UTO 3aTpyAHsAeT X BblsBieHue Ha DKI'. B atux
Cly4asX 3allCH YPECHUIIEBOAHBIX WA 3HIOKApAHAIBHBIX 3JEKTPOKapAUOrpaMm



no3BONAIOT  nuddepeHpoBaTh  CUTHAJbl  AJICKTPUYECKOM  aKTUBHOCTHU
IPEACEPANM U HKEITYJOUKOB.

OTIMYUTENBPHON OCOOEHHOCTBIO BKCTpacucTton u3 AB-coenuHEHMs SIBISIETCS
peructpauus npexzaeBpeMeHHbIX koMiuiekcoB QRST 0e3 mpenmecTByronmx UM
3yonoB P. Ilpeacepnus mpu JaHHBIX BapuUaHTax 3KCTPACHCTOIUU AKTUBUPYIOTCS
pETPOrpasHo, B CBsI3U € ueM 3yO1pl P yale Bcero HakiapIBalOTCSl HA KOMILJIEKCHI
QRS, koropsle, Kak NpaBUIIO, UMEIOT HE M3MEHEHHYIO KOH(purypanuto. U3peaka
3yousl P mpu  akcTpacucronax u3  AB-coeiuHEHMS pErUCTPUPYIOTCS B
HENOCPEACTBEHHON  Onm3octu  or  kommuiekca QRS, wuM  cBolicTBeHHa
OTpULATeNIbHasA NOJIIPHOCTh B oTBeAeHUsAX Il u aVF.

[IpoBenenne auddepeHImaIpHOr0 AUardHo3a MEXAy JKcTpacucroiauend u3z AB-
y31a W oOmero cTBoja Mmydyka [Hca, a Takke MEXIy IpeacepaHou
DKCTPACUCTOJNIMEN M DKCTPACHUCTOIMEN W3 YCTbEB IOJIBIX WM JIETOYHBIX BEH
BO3MOKHO TOJIBKO 1o pe3yabpTaram BHYTPHUCEPACYHOTO
EKTPO(PHU3NOIOrMUECKOTO UCCIIEJOBAHUS.

B OonbmmHCTBE CciiyyaeB a3jekTpuyeckue ummyiabcbl ot HXKD mpoBoastcs Ha
xKenynouku depe3 AB-coennnenue u cucremy l'nca-Ilypkunbe, yTo nposiBisercs
Ha DJICKTPOKapAUOTpaMME HOpMalibHOW (HE U3MEHEHHOMN) KoHuUrypaluen
komiuiekca QRST. B 3aBucumocTd OT MCXOIHOTO (PYHKLIMOHAJIBHOTO COCTOSIHUS
IIPOBOJSILIEN CHUCTEMBI CEpALla W CTENECHH MPEXAEBPEMEHHOCTH IPEACEPIHBIX
DKCTPACUCTOJI, MOCIEAHUE MOIYT CONPOBOXKAATHCS TEMH WIM  HWHBIMU
NPOSIBJICHUSIMU HapyLIEeHUW mpoueccoB mnpoBenaeHus. Eciu umnynse ot HXXDO,
nomnanasi B pedpakrepHbiii nepuoa AB-coemuHenus, OnokupyeTcs W HE
OpPOBOAMUTCA  HAa  JKEIYJOYKH, TOBOpPAT O  T.H.  «OJIOKUPOBAHHOI
CYNPaBEHTPUKYJIISIPHOU dKcTpacucTonuu (puc. 2-A). Uacras 6moxkupoBannas HXKD
(HanpuMep, Mo TUITy OMTeMEHNH) MOKET NposBiAThca HAa DKI' kapTuHOi, cxoxein
C CHHYCOBOHM Opaaukapaueil u MOXeT ObITh OIIMOOYHO pacieHeHa KaK MOKa3aHue
K DJEKTPOKApAUOCTUMYJAIMHU. [IpexneBpeMEHHbI NPEACEPAHBIA HMITYJIbC,
JOCTUTalOIIMKA OJHY U3 HOXEK nydka ['mca B cocTosiHUHM pedpakTepHOCTH,
IPUBOJUT K (POPMUPOBAHUIO JEKTPOKAPAUOTPAPUUECKON KapTHHBI a0€PPaHTHOTO
IIPOBEJICHUSI C COOTBETCTBYIONIEH AedopManinei 1 pacmmpenueM kommiekca QRS
(puc. 2-b).
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Puc.2. Ilpeacepanbie IKCTPACUCTOJIBI.
A. OnokupoBaHHas mpenacepaHas skcrpacucrona (I19), b. 1D c¢ abeppanTHBIM
MIPOBEJICHUEM Ha KeIy10uKkH (OJ0Kaa mpaBoi HOXKKM mydka ['uca).

HXD, conpoBoxmaromnyrocss OKI' kapTuHOW abeppaHTHOTO TPOBEIEHUS Ha
KEITy JOUYKH, HEO0X0IUMO g depeHIpoBaTh c YKEITy JOUYKOBOU
DKCTpacucToinen. B 3TOM cioydae Ha HaJDKEIyJAOYKOBBIM T€HE3 apUTMHUU
YKa3bIBAIOT CIEAYIONINE IPU3HAKHU:

1) nannuwme 3youoB P mepen skctpacucronnueckumu komiuiekcamu QRS (B Tom
yucie u3MEeHeHHe (POPMbl U/WIIM aMILUTUTYIbl PEAIIECTBYIOIIETO IKCTPACUCTOIUN
3ybua T cunycoBoro komiuiekca npu HXD no tuny P Ha T);

2) BO3HUKHOBEHHUE HEIMOJIHOW KOMIIECATOPHOM May3bl OCIIE IKCTPACUCTOIINH,

3) xapaktepHblii «TunuuHbI»y DK -BapuanT OJ0Kaabl MPABOM WM JICBOW HOXKKHU
nyuyka ['mca (mpumep: HXKD, compoBoxparomieiicss OG10kagoil MpaBoil HOXKKHU
nyudka ['uca, cBoiictBenna M-o0pasnas popma komiiekca QRS B otBenenuu V1 u
otksioneHue J0C cep/iia BIpaBo).

1.1.5. J/leuenue

HXXD 00bpyHO mnpoTeKaoT OECCUMMITOMHO WM MallocuMnTomMHo. M3penka
NAlMEeHThl MOTYT TPEIbsBIATH KaloObl Ha cepiledueHue, nepedbon B padore
cepana. CaMOCTOSITENBHOTO KIMHUYECKOTO 3HAYeHUS 3TH (OPMBI HapyLIEHUN
pUTMa ceplia HE UMEIOT.

Manocumnromubie HXKD He TpeOyroT JieueHus 3a HCKIIOYEHHWEM TeX CIIydaes,
KOTJIa OHM  SBISIOTCS  (AKTOPOM  BO3HMKHOBEHHUS  Pa3UYHBIX  (opM
CYNPaBEHTPUKYJISAPHBIX TaxXxUKapAWil, a TakkKe TpeneTaHus Wi GUuOPHILIAINN
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npeacepauii. Bo Bcex 3TUX ciydyasx BbIOOpP TAKTUKU JICUCHUS OMNpPEACISIETCS
TUIIOM PETUCTPUPYEMBIX TAXUAPUTMHUM (CM. COOTBETCTBYIOIIIUE PA3/ICIIbI TJIaBhI).
BrisBiieHMe  MOJUTONHOM  INPEACEPAHOM  DKCTPACHUCTOJIMM €  BBICOKOWU
BEPOSITHOCTHIO YKa3bIBAE€T HA HAJIMYHME CTPYKTYPHBIX U3MEHEHUHN B MpeacepIusX.
O1H 00JIbHBIE TPEOYET CHENUaTBHOTO 00CIEIOBAHUS JIJIsl UCKIIIOUCHUS CeplICUHON
Y JIETOYHOM IaTOJIOTHUH.

B cayugasx, xorma HXXD compoBoxmaercss BbIpaXXEHHBIM CYOBEKTHBHBIM
TUCKOMGOPTOM, B KQU€CTBE CUMIITOMATHYECKON Teparuu BO3MOXKHO MPUMEHCHHE
B-ampeHoOsokaTopoB  (MPEANOYTUTEIIPHO  Ha3HAYEHHWE  KapJIMOCEIEKTUBHBIX
npenapaToB  MPOJOHTHPOBAHHOTO  JEHUCTBHUSA:  OHMCOMPOJION,  HEOMBHUIION,
METOTPOJION) WIM Bepanmamuia (J03bl MpenapaToB ykazansl B Tabim. 1). Ilpu
mioxol cyObekTuBHOM  mepeHocuMoctd HIKD  BO3MOXHO  NpuUMEHEHHE
CEJJaTUBHBIX CPENCTB (HACTOMKAa BaJiepUaHbl, MYyCTHIPHUKA, HOBO-IACCUT) WJIHU
TPAHKBUJIIN3aTOPOB.

Taonuya 1. [{o3uposku aHmuapummu4eckux npenapamos npu pezyisipHom
npueme 8Hympb

Kaace Ha3panue Cpennss Cpennsisi cyTouHast MaxkcumaibHast
npenapara* npenapara pa3oBas 103a (1) ao3a (1) cyTo4Has 103a (T)
XUHUAMH 0,2-04 0,8—1,2 2,0
A [Ipoxannamu 0,5-1,0 2,0-4,0 6,0
Jnzonupamuz 0,1-0,2 0,4-0,8 1,2
AlimaiinH 0,05 0,15-0,3 0,4
I-B MexkcuneTux 0,1-0,2 0,6 -0,8 1,2
dDeHnTouH 0,1 0,3-04 0,5
OTMO3UH 0,2 0,6—-0,9 1,2
I-C DTanu3ng 0,05 0,15 0,3
[Iponadenon 0,15 0,45-0,9 1,2
AnnmanuHuH 0,025 0,075-0,125 0,3
IIpomnpanosmon ** 0,01 -0,02 0,04 — 0,08 0,12
AreHoson ** 0,0125-0,025 0,075-0,15 0,25
11 Metonpoion ** 0,025 - 0,05 0,1-0,2 0,3
Buconponon ** 0,0025 - 0,005 0,005 -0,01 0,02
Heb6usamon ** 0,0025 — 0,005 0,005 0,01
Ammonapon 02 0,6 B TedeHHe 10-15 1,2 B nepuon
I nueii/ manee 0,2-0,4 HACHIILIEHUS
Jporenapon 0,4 0,8 0,8
Cotaion 0,04 - 0,16 0,16 —0,32 0,64
v Bepanamun 0,04 - 0,08 0,24 -0,32 0,48
Jlnntuazem 0,06 - 0,1 0,18-0,3 0,34
HexunaccuduuupoBaHHblie npenaparTbl
Cepneunnie JlurokcuH 0,125 — 0,25 mr 0,125 — 0,75 mr &
TJIHKO3U/IbI
H“:;‘f:g;‘,’ If WBaGpa s 0,0025 - 0,005 0,005 - 0,01 0,15
IIpumeyanus:

* — mo xnaccudukanuu E. Vaughan-Williams B mogudukamuu D. Harrison;

** — 10361 OeTa-0JI0KaTOPOB, UCTIONB3YEMBIE JUTS JICUCHHUS HapyIIEeHHH pUTMa cep/ama, 0OBIYHO HIDKE
MPUMEHSEMBIX B TEpaAIni KOPOHAPHON HEJIOCTATOUYHOCTH M apTepHaIbHOW TUIIEPTOHUH;

& — onpenensercs M0 pe3yabTaTaM OLIEHKH YPOBHS KOHLIEHTPAIMH NPENapara B KPOBH;

CY — CHHYCOBHIi y3elL.

1.2. YCKOPEHHBIE CYIIPABEHTPUKYJIAPHBIE PUTMbI



1.2.1. Snudemuonozusn, smuonozus, paxmoput pucka

VYckopenHble cynpaBeHTpUKYJsipHble puTMbl (YCBP) cpaBHUTENBHO peIKO
BBISIBJISIFOTCSI B KIIMHUYECKOM MPAKTHUKE, TaK KaK OOBIYHO HOCAT OECCHUMITOMHBIN
xapaktep. YCBP wamie BcTpeuaroTcst y JIMII MOJIOJIOTO Bo3pacTa 0e3 MpHU3HAKOB
3a0oneBanus cepaua. Hambonee vacroit npuunHoii YCBP sBnsiercs HapylieHue
XPOHOTPONHOM peryysiuu padoThl cepilla CO CTOPOHBI BEr€TaTUBHON HEPBHOM
cucteMbl. Bo3nukHoBennto YCBP Moxer cnocoOCTBOBaTh AHCPYHKIUS
CHHYCOBOIO y371a. Y TMAIMEHTOB, NPUHUMAIONIUX CEPIACYHBIE TJIMKO3UIBI,
BO3HUKHOBeHHE YCBP MoxeT ObIThb OAHUM U3 MPOSIBICHUN TJIMKO3UAHOU
WHTOKCUKALINH.

1.2.2. Onpeodenenue u knaccugpuxayus

TepMHUHOM «yCKOPEHHBIN CYyIPABEHTPHUKYJISIPHBIA pUTM» 0003HAYaIOT TpU U OoJiee
MIOCTICIOBATEIbHBIX COKPAILIEHUS CepAlla, TPOTEKaIIuX ¢ 0oyee BHICOKON 4acTo-
TOM, YEM HOPMAaJbHBIA CHHYCOBBIA PUTM, HO MpPH 3TOM He npeBbimaromein 100 B
MUHYTY, KOIla MICTOYHUK apUTMHH PACIOJIAraeTcs BHE CHUHYCOBOIO Y3JIa, HO BBIIIE
pa3BeTBICHUN Iydyka ['mca, a MMEHHO: B IIPEACEpAUsX, B YCTbAX JIETOYHBIX .
NOJIBIX BeH wiu B AB-coenuHeHnn. B 3aBucumocTH  OT  JIOKanu3aluu
DKTONNYECKOro uctounrnka Y CBP pa3nensroT Ha 1Be rpyIIbL:

1) yCKOpeHHBI mNpenCcepAHBId PUTM, K KOTOPOMY TaKKe€ OTHOCAT

YCKOPEHHBIE PUTMbI U3 BIAJAIOIINX B IPEACEPus JIETOYHBIX/TIOIBIX BEH;

2) ycKOpeHHbI€ pUTMbI U3 AB-coenuHenus.

1.2.3. Ilamozenes

[TaTorenernueckumu mexanuzmamu YCBP saBisioTcss ycuieHwe HOpMajibHOTO
aBToMaTu3Ma (YCKOpPEHHME CIIOHTAaHHOM [HAaCTONMYECKOW JenoJIApu3aliu, T.€.
ykopouenue 4-it paszwl [1]]) niam BO3HUKHOBEHHE MATOJOTHYECKOr0 aBTOMAaTHU3Ma
B OTIEIbHBIX KapJUOMHUOLUTAX MPEACEepAUN, OMNPEACIEHHBIX MbBIIIEYHBIX
BOJIOKHaX JIETOYHBIX/TIOJBIX BEH WM CIEUUATU3UPOBAHHBIX KieTkax AB-
COCJIMHEHHS.

1.2.4. /luaznocmuxa

JuarHoctuka pa3inuHblx BapuaHToB Y CBP mpoBoauTCcsi HAa OCHOBaHUM aHaAIM3a
OKTI'. YckopeHHbIN MPpeACepIHbI PUTM U PUTM U3 YCTHEB JIETOYHBIX/TIOJBIX BEH
XapakTepu3yeTrcsi ~ M3MEHEHHOW  KoH(purypammeit  3y6moB P,  kortopsie
npenmecTByoT oObraHbIM KoMIUiekcaM QRS. Tlpu yckopennom putme u3z AB-
coequHEHUsT 3yOIpl P CHHYCOBOrO MpPOMCXOXKIEHHS MOTYT COBMNagaTh C
kommiekcamu QRS, a 3yOusl P, Bo3HuUKawolue B pe3yibTare peTporpaaHon
aKTUBALMM Tpeacepauid, ObiBaroT TpyAHO paszauuumbl Ha OKI, Tak kak
HAKJIQJbpIBAIOTCA Ha MpeAlIecTBYOIMEe KoMIUIeKChl QRS, KoTopble mpu 3TOM
UMEIOT 00bIuHYI0 popMmy (puc. 3).



YckopeHHbIn putM AB-coeguHeHuns
(98 B MuH.)

A .
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Puc. 3. Yckopennblii putm AB-coennHeHus.

Oo603nauenus: DI'TIII — sHOOKapAMANIbHAS 3JIEKTPOrpaMMa MPAaBOro Mpeacepausl.
P 3ybenm cuHycoBoro mpoucxoxkaeHus (0003HAYEH TEPBOM  CTPEITKOM)
peructpupyerca nepen 2-m komiuiekcoM QRS. B ocranbHbIX KOMILIEKcCax
NpeAcCEpAnss aKTHUBUPYIOTCA peTporpagHo, uro mnpossisercas Ha OITII
NOTEHIMAJIaMi A, BO3HUKAIOIIUMH C (PUKCUPOBAHHBIM HWHTEPBAJIOM IIOCIIE
kaxaoro kommuiekca QRS. Ha wnHapyxnoit OKI' npusHaku peTrprpagHoro
BO30YXKICHUSI NpPEACepAuil B OSTUX OTBEACHUSIX TPYIHO HAECHTUDULIUPYIOTCA
(0003HAYEHBI CTPEITKAMM).

1.2.5. J/leuenue

Y cKkopeHHbIE CyNPaBEHTPUKYIISIPHBIE PUTMBI OOBIYHO HE TPEOYIOT CHEIUAIbLHOIO
nedyeHus. [Ipu qauTEIbHBIX, CHMOTOMATHUYECKUX 3MHU30JaX ApUTMHUU MOXKET OBITh
PEKOMEHJIOBAaHO  IpUMEHEHUEe  [-aapeHo0JoKaTOpoB  (CleAyeT  OTIaBaTh
NPEANOYTEHUE KApAUOCEIEKTUBHBIM IpenaparamM JUIMTENbHOTO  JEHCTBUSL:
Ooucornposiony, HEOMBWIONY ¥ METONPOJIONY) WM HErHAPONEPUIUHOBBIM
aHTaroHMWCTaM Kajiblug (BepanaMuily W AuiiThazemy). Jlo3bl mpemnapaToB yKa3aHbl
B Tabn. 1. B ciyuasx muioxoii cyObekTuBHOM mepeHocumoctd YCBP Bo3M0OXXHO
NPUMEHEHUE CEIATUBHBIX CPEICTB (HACTONKa BaJlepUaHbl, MyCTBIPHHKA, HOBO-
MACCUT, MPENapaThl U3 rPyNibl TPAHKBUIU3ATOPOB U JIp.).

[Ipu HeA D (HEKTUBHOCTH JIEKapCTBEHHOTO JIeYeHUs JUTUTETBHBIX
CUMIOTOMATHYECKUX 3nu3010B YCBP BO3MOXHO TmpoOBeneHHME KaTETEPHOU
a0Jialii UCTOYHUKA ApUTMUHU.

1.3. HAZKEJTY JOYKOBBIE TAXUKAPIANAU

ITon TepMuHOM «HamKemy10ukoBbie Taxukapauny (HXKT) nonumaror tpu u
0oJsiee MmocCieI0BaTEIbHBIX COKpAaIleHusl cepaua ¢ yactoToi Beime 100 B MUHYTY
IIPU yCJIOBUM Yy4YacTHUS B MEXaHW3Max BO3HUKHOBEHUS M CaMOCTOSITEIBLHOTO
HOJIZICPKAHUST ApUTMHUH KJIETOK CHHYCOBOTO y3Jla, MUOKapjAa Mpencepanid u/uinm
AB-coennHeHnus.



K Hamxemy109KOBBIM OTHOCST CIEAYIOIINE TAXUKAPIUH:

® CHHYCOBAas TaXWKapaus,
CUHO-aTpUajIbHas PEIUIIPOKHAS TaXUKaPIHU,
npeacepaHas Taxukapaus (B TOM YHCIIe TpereTaHue MPeICepanii),
AB-y310Bas perunpoKHas TaXuKap/aus,
TaXWKapJuud  TPU  CHUHAPOMAX  TPEABO3OYXKACHUA:  OPTOAPOMHAS
PEIUMPOKHAs TAXUKAPAWS U aHTUAPOMHAS PEIUIPOKHAS TaXUKaPIHS,

o (pubpmIsAIHS peaceparii.
Oco6oit kmmanYeckor (opmort HXKT sBisercs coderanwe TpereTaHus W/WiId
GbubpwIIAMKU  TpeacepArii ¢ HAJIMYMEeM ~ CHUHAPOMa  TPEaBO30YXIACHUS
KETYIOUYKOB, YTO OMMUCAHO B OTJICIHLHOM pa3jielie TJIaBbl (CM. HIDKE).

1.3.1. Cunycosan maxuxapous
1.3.1.1. DnuaeMuoJ10rus, ITHOJIOTUsA, (PAKTOPHI PUCKA

CunycoBasi Taxukapus aBisieTcst GopMoil (PU3MOTOTHIECKON peakliui OpraHnu3Ma
Ha (Qu3nyeckue W OMOIMOHAJBHBIE HArpy3Kd, HE SBJSETCS MATOJOTHEH,
PETUCTPUPYETCS Y 30POBBIX JOJIEN BHE 3aBUCUMOCTH OT BO3pacTa M MoJIa.

B kIMHUYECKHX YCIOBUAX CHHYCOBAs TaXUKAPAHS MOXKET OBITh CHMITOMOM W/HITA
KOMIICHCATOPHBIM MEXAHH3MOM IIPH LEJIOM PSAJI€ NATOJOTHYECKUX COCTOSIHUM:
JUXOPAJKE, TUIIOTIMKEMUH, IOKE, TUIIOTOHUH, TUIIOKCUU, TUITOBOJIEMUH, AHEMHH,
Npu JETPEHUPOBAHHOCTU, KaxXEKCUHU, MH(aApKTe MHUOKapJa, SMOOIUHU JErOYHOU
apTepuu, HEJAOCTaTOYHOCTU KPOBOOOpAILEHMSI, TUIIEPTUPEO3e, (peoxpoManuTome,
TPEBOXHBIX COCTOSHUSX U Jp. CuHycoBas TaxWUKapAus MOXET OBbITh TaKkKe
CIIPOBOLIMPOBAHA MPUEMOM aNIKOroJisl, Kode U 4yasi, "dHepreTudyeckux'" HamuTKOB,
NPUMEHEHUEM CHUMIIATOMUMETUYECKUX M XOJMHOJUTHYECKUX JIEKapCTBEHHBIX
CPEACTB, HEKOTOPBIX TICUXOTPOIHBIX, TOPMOHAJIBHBIX M THUIOTEH3UBHBIX
MpenapaToB, a TAK)KE BO3JCHCTBUEM TOKCHUYECKHUX BEUIECTB. DMHU30Abl CTONKON
CHHYCOBOM TaxUKapJAUU MOTYT PETUCTPUPOBATHCA B TEUCHUE HECKOJIBKUX CYTOK U
Jake HeJeNb TOoclie MPOIEAYphl KaTeTepHON / MHTPAONEPAMOHHON aliauu B
NPEICEePAUsIX M KEIYJOYKOB  BCJIEACTBUE TOBPEKICHUS  BETETATUBHBIX
TaHTJIMOHAPHBIX CIUIETEHUN CepaLa.

Crolikass OecrnpuUuYMHHAs CHUHYCOBas TaxUKapaus WIM T.H. XpOHUYECKas
HEAJICKBaTHAsI CHUHYCOBAas TaXUKapAUs BCTPEUYACTCS PEAKO, MPEUMYILECTBEHHO Y
YKEHILIVH.

1.3.1.2. Onpenenenne u Kiaaccupuranus

CuHycoBasi TaxuKapAusl ONpeNeNsieTcs] KaK CUHYCOBBIA PUTM C 4acTOTOH Oojee
100 B MunyTy.

Xponuueckoii HeadeKeaAmHOU CUHYCOB0U maxukapoueil WVMEHYETCS CTOWKas
CHUHYCOBasi TaXUKap/usi B MOKOE U WM HeaZekBaTHO Oombinoi npupoct YCC npu
MUHUMAIBHBIX (U3UYECKUX M HMOIMOHAIBHBIX HArpy3kax IpU OTCYTCTBUU
BUJIMMBIX IIPUYUH 3TOTO SIBJICHUS.
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1.3.1.3. I1aTorenes

B ocHOBE CHMHYCOBOM TaxWMKapIHWM JISKHUT YCHICHHME HOPMAJIBHOTO aBTOMAaTH3Ma
(ykopouenue 4-ii dazpr I1]]) melicMelKepHBIX KIETOK CHHYCOBOIO Yy3Jia, Yalle
BCETO BCJEICTBUE OTHOCUTEIBHOIO YBEJIMYEHHSI CUMIIATUYECKUX W YMEHbBIICHUS
BAr'yCHBIX BJIMSHUM Ha cepaue. Pexxe NpUYMHOW CHHYCOBOM TaXHUKapAWU MOIYT
ABJIATBCA  CTPYKTYpPHBIC, B T.4. BOCHAJIUTEIbHBIE HM3MEHEHUS B MMOKapZe,
OKpY’Karoller 30Hy NEHCMEKEPHOW aKTUBHOCTH IIPABOT0 IIPEACEPAUSL.
XpoHuyeckasi HEaJeKBaTHAs CHUHYCOBas TAaXUKapAHUs MOXKET ObITh CIEICTBUEM
IIEPBUYHOIO IOPAKCHUS IEUCMEUKEPHBIX KIETOK CHUHYCOBOIO Yy3Jla WU
HapYILIEHUEM €r0 PEryJisiiuu CO CTOPOHBI BET€TaTUBHON HEPBHOM CUCTEMBI.

1.3.1.4. JluarHocTuka

JlnarHo3 CMHYCOBOM TaxWKapJuW CTAaBUTCS Ha OCHOBAHWM BbIsiBIEHUS 1o OKI
yckopeHHoro (6osxee 100 B MUHYTY) CepA€YHOr0 pUTMa IMPU OTCYTCTBUM KAKUX-
a1u00 W3MEHEHUH CO CTOPOHBI PEryJISIPHOCTH U KoHburypamuu 3yOunoB P u
koMIuiekcoB QRS. XapakTepHbIM NPHU3HAKOM CHUHYCOBOM TAXWKApAWM SIBISIOTCS

JAHHbIE aHaMHe3a Wi MoHuTOopupoBanus OKI', yka3piBarolye Ha MOCTEINEHHOE

HapacTaHUEe W

CHMOKCHHUC

q9aCTOThbI

CePIACYHOTO

HEMapOKCU3MAJIbHBIN Xapaktep (Tad. 2).
Taoauua 2. IudgpepeHnuanbHast THATHOCTHKA HAKETYT0YKOBbIX

puT™Ma, TO

eCTh €€

TaXMKApAHi.
Bun raxmapurmMun P zyben CooTHomeHne Kommrexkcer QRS Jpyrue mpu3HaKu
uuteps. PR/RP
CuHycoBas TaxuKapans Wnentuuen P PR<RP HopmanbsHoit ITocrenennoe
3yOry KOH(UTypauuH, HayaJo ¥ OKOHYaHHE
CHHYCOBOT'O peryisipHbIe apUTMUH
puT™Ma
CuHo-aTpuanbHas perunpoKHas WUnentnuen P PR<RP HopmaneHnoii Bneszannoe Havaino u
TaxXUKapAUs 3yorLy KoH(Urypauuu, IIpeKpalieHue
CHHYCOBOTO peryJsipHbIe MPUCTYTIOB
pUT™Ma
IIpencepanas Taxukapaus Mosket MeHsIThCS, HopmaneHoii VYBenuuenue
Ornnyen ot P 3aBUCHUT OT KoH(uUrypauuu, kpaTHOCTU AB-
3youa crenenn AB PeryJsipHOCTh IIPOBEJCHUS 1TOCIIE
CHUHYCOBOT'O 3aJ1EPIKKHI 3aBUCHUT OT B/B BBeneHUI ATD
puT™Ma KkpatHocTu AB- WJIM U30MITHHA
POBECHUS
ABVPT:
1) Ttunuunas (slow-fast), - 00BIYHO HE PR>RP, PerymsipHsie, Hauano aputmuu co
BUJTHBI VAZT0 mc HOPMAaJTLHOM «CKa4vKay WHTEpBaa
KOoH(pUTypauuu, PR
gacTo B 0TB. V1 1o
Tuny rSr’
2) arunuunas (fast-slow), - otp. P B OTB. II, PR<RP PerynspHhsie, -
III, aVF HOPMAaJIBHOU
3) arunuunas (slow-slow) - otp. P B OTB. II, PR=RP KoH(purypaunu Hauvano aputmuu co
III, aVF «CKayKa» MHTEpBaJa
PR
Taxukapauu npy CUHAPOMAX [Ipuznaku
peaBo30yKACHUS: npeaBo30yKICHUS
1) IIOPT (1. Kenra) -otp. PBotB I, | PR>RP, RP>70 mc - Perymspusre, JKEITy TOYKOB TI0
III, aVF HOPMaJIbHOU OKT Ha cuHyCcOBOM
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KOH(UTypaIuu putMe (TIpu
2) ITAPT (n.Kenra) - otp. P B otB I, PR<<RP -Pacimpen o Tuny | mManudectupyomeM
III, aVF Makc. myuke Kenra).
npeaBo30YKIACHUS Dddexr
KEIyT0UYKOB «KOHIIEPTUHOY TIPH
3) ITAPT (n. Maxaiima) - orp. P B otB I, PR<RP - Paciupen no tuny | nmareHtHsIx n.Kenrta
III, aVF BJIHIIT ¢ u n.Maxaiima pu
otksioHeHueM D0C NIPOBEICHUU
BJIEBO «BarycHBIX» P00,
YacTOW CTUMYJISILIUI
npeAcepaAnil.
Tpeneranue npeacepauit: MoskeT nmporekatb
1) TunM4YHOE, YacThIH BapHaHT - oTp. BosiHbI F B He umeer HopmanbsHoit Kak ¢ 0JIMHAKOBOM,
«IPOTHUB YaCOBOM CTPEJIKNY, ot. I, I, aVF | nuarHoctuyeckoro KoH(pUTypanuu, TaK U C pa3IN4uHON
2) TUIUYHOE, PEAKUI BapUaHT - TIOJIOXKUT. 3HAYCHUS PETyIAPHOCTD KpaTHOCThIO AB-
«I10 YaCOBOU CTPEJIKE BosHbI F B oTB. 11, 3aBHUCUT OT [IPOBEACHUA.
III u aVF KkpaTtHOoCcTU AB- YBenuueHue
3) arunuuHoe - BOJIHOOOpa3Hast MIPOBEACHUS KkpaTHOCTH AB-
npejacepaHas IIPOBEACHUS T10CIIE
aKTUBHOCTh B/B BBeneHusa ATO
WJIN M30NTHHA.
OUOPHIITAIINS TIPEICEeP I - HEperyJsipHble He nmeer HopmaneHoii Bcerna nporekaer ¢
BOJHBI JINarHOCTUYECKOTO KOH(uUrypanum, Ppas3IuIHOM
pazIU4YHON 3HAYEHUS a0COFOTHO KpaTHOCThIO AB-
Mopdonorun HEpETYJIISIPHBIE MIPOBENCHUS

O0o03HaueHus K TadauLe:

ABYPT — aTpuoBeHTpuUKyIsIpHas y3imoBas perunpokHas Taxukapawst, [IOPT — mapokcu3ManbHas opTOApOMHAs
perunpokHas Taxukapaus, [IAPT — mapokcuzManbHas aHTHIApOMHAs perurpokHas Taxukapaus, bJIHIIT — 6nokama
neBoit HoxkH myuka ['uca, 0C — anexkTpuueckas och cepaia

1.3.1.5. InddepenunanbHasi IMATHOCTUKA

CuHYCOBYIO TaxuKapjuto HeoOxomaumo auddepeHIupoBaTh ¢ CUHO-aTPUATBLHON
peuunpokHoit Taxukapauei (CAPT). B ommmuune ot CAPT cunHycoBoi
TaxUKapAUM HE CBOWCTBEHHBI NPHUCTYMOOOpPA3HBIA XapakTep TEUEHUS C
BHE3AIHbIM HAyajoOM M OKOHYAHUEM apUTMUU (CM. TaKKE€ COOTBETCTBYIOLIUU
paszzen riassl).

WNHoraa npyu CHUHYCOBOW TaXUKapJUU C BBICOKOM yacToToil (6osiee 150 B MUHYTY)
3yOubl P Moryt HaknajsiBaroTcsi Ha 3yOubl T mpeamecTBYOMUX KOMIUIEKCOB U
ObITh HE BUAHBI Ha cTtangapTHOM DKI'. B aToM ciiyuae HEOOX0AMMO MPOBEACHUE
g depeHInanbHOTO 1MarHo3a CHHYCOBOM TaxXUKApIUU C APYTUMH PETYIISIPHBIMU
HXT (npexnae Bcero, mpeacepaHoit, AB-y3/10Boit U1 OpTOJIPOMHON PELUITPOKHOM
Taxukapausmu). Jlisi yTOYHEHHs AuarHo3a pPEKOMEHAYETCS IPOBEJACHUE T.H.
«BarycHbIx» mpo0 (BanbcanbBa, Maccak KapOTUIHBIX CUHYCOB, ATITHEPA), a TAKXKe
3aIIACh YPECIUILIEBOJHOM 3JIEKTPOTPAMMBI ITPEICEPIUM.

1.3.1.6. JIeuenne

CuHycoBasi TaxvKapausi 0ObIYHO HE TpedyeT cnenuduueckoro nedeHus. Jleuenue
JIOJDKHO OBITH HAINPaBJIEHO HA YCTPAHCHHWE MPUYHMHBI APUTMHHM, YTO, KaK MMPABUJIO,
MPUBOJINUT K BOCCTAHOBIICHUIO HOPMAJIBHOW YaCTOThI CHHYCOBOTO pUTMa (OTKa3 OT
KypeHusi, NpuéMa aJKoroJisg, YIOTpeOJeHUs Kpemkoro uas, Kode, OTMEeHa
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CUMIATOMHUMETUKOB, MPH HEOOXOJUMOCTH, KOPPEKIHs THIIOBOJIEMHUH, JICUCHUE
JUXOpaJKu U T.1.). B Tex cimydasx, Korjna CMHycoBas TaxuKapAus IPOBOLUPYET
IOPUCTYIBl  CTEHOKAPJUW  HAMNPSIKEHUs, CHOCOOCTBYET  IMPOTPECCHPOBAHUIO
HEJOCTaTOYHOCTH  KPOBOOOpAIIeHUs WM  NPUBOJUT K  BBIPAKEHHOMY
CyOBEKTUBHOMY JTUCKOM(DOPTY, PEKOMEHAYETCS CHUMIITOMaTUYecKas Tepamus [3-
aapeHoOsokaropaMu  (cneAyeT — OTAaBaThb  MNPEINOYTEHHE  MPUMEHEHHUIO
KapJUOCENEKTUBHBIX  MIpenaparoB  JUIMTEIBHOTO  JACHCTBUS:  HEBHOWIIOIN,
OMCOIPOJION, METOMPOJIOIT), HEAUTUIPOTUPUIUHOBBIMU aHTATOHUCTAMU KaJIbIIUS
(Bepamamuil, OuiITHAa3eM), WBAOpaAMHOM WJIM JIUTOKCMHOM (J03bI MpernapaToB
yKa3zaHsl B Ta0J. 1). B penkux ciydasx mpu BBICOKO CUMIITOMAaTUYHOW CHHYCOBOM
TaxUKapAUM, PE3UCTEHTHOM K JICKAPCTBEHHOW Tepamuu, IeIecooOpa3Ho
npoBe/ieHue  OOJNBHBIM ~ PaJMOYacTOTHOM  KaTreTepHoM — abmauuu  (win
MOJAU(PUKALIMH ) CHUHYCOBOTO y3J1a c ITIOCTaHOBKOM IIOCTOSIHHOT O
IIEKTPOKAPIANOCTUMYJIATOPA.

1.3.2. Cunoampuanvuan peyunpoKHas maxukapous
1.3.2.1. DnuaemMuoJ0rus

Cunoatpuanbnas perunpokHas Taxukapaus (CAPT) — ogna u3 Hanbonee peakux
(GopM cylpaBEeHTPUKYJISIPHBIX Taxukapaui (okoso 1-3 % peructpupyembix HXKT),
BcTpeuaeTcst B qro0oM Bo3pacte. CAPT wame, ywem npyrue HXT BoisiBnsiercs y
NAlMEHTOB € HaJIWyueM 3abojeBaHuil cepiedHo-cocynuctor cucrembl (MBC,
rUnepToHnYecKas 00Jie3Hb, KAPAUOMUONIATUH U JIP.).

1.3.2.2. Onpenesienne

CAPT  mpencraBiser  coOOW  MapoOKCU3MabHYI  (NMPUCTYIIOOOpa3HYIO)
HA/DKEITyJ0YKOBYIO TaXWKapJIMi0, OCHOBHBIM ITaTOTCHETHYECKHUM MEXaHU3MOM
KOTOPOM SIBIISIETCS TIOBTOPHBIN BXOJ| MMITyJbca (re-entry), peanm3yloIuics B
00JacTH CHHYCOBOTO y37la W TMPHUMBIKAOIIEMY K HEMy MHOKapIy IIpaBoOro

npeacepaus.
1.3.2.3. I1aTorenes

[TpucyrctBue B Ha3Banuu CAPT cioBa «penunpokHas», Kak U B APYrux cilydasx,
yKa3plBaeT Ha TO, 4YTO IIATOIC€HETUYECKUM MEXAHU3MOM AapUTMHM SIBIACTCS
NOBTOPHBIN BXOJl UMITyJIbca (re-entry).

Bo3nukHoBenne CAPT 00ycnoBiI€HO HalWMYHUEM CTPYKTYPHO-(QYHKIMOHAIBHOU
HEOJHOPOJHOCTH IPOBEACHUS UMITYJIbCOB B CHUHYCOBOM Y3JI€ U OKPY’KAIOLIEM €0
MHUOKap/i€ MPaBoro Npeacepaus.

1.3.2.4. [lnarnocruka, iudppepeHunanbHast IMarHOCTUKA

Huarno3 CAPT craButcs Ha ocHoBaHuM aHaiu3a ODKI' ¢ o0s13aTenbHbIM y4ETOM
XapakTepa BO3ZHUKHOBEHUS M IPEKpPALCHUS apUTMHM. AHaToMudeckas OJIM30CTh
uctounnka CAPT k cuHycoBOoMy y3ily JenaeT €€ 3JeKTpoKapauorpaduueckyro
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KApTUHY MJIEHTUYHOW CHHYCOBOM Taxukapauu. [IpunuunuansHoe orauune CAPT
3aKJII0YAETCs] B OTYETIMBO MApPOKCU3MAJIbHOM TEYEHWH APUTMHMM C BHE3AIIHBIM
HA4yaJoOM M CTOJb JK€ BHE3aMHBIM MPEKpalleHueM NPUCTYHoB (cM. TaodI. 2).
Hpyrum  otmmuneM CAPT or cuHycoBOM TaxukapIuu SBIASETCS TO, 4YTO
CIIOHTaHHbIE MTaPOKCHU3MBI BCErJa IPOBOLUPYIOTCSA IpeACEPIHBIMU
HKCTPACUCTOJIAMH, @ B YCIOBHSX 3JIEKTPO(U3HOIOTMYECKOrO HCCIEA0BAHUS
npuctynsl CAPT Moryr ObITh MHAYUMPOBaHbI U IIPEPBaHbl C MOMOUIbIO
3JIEKTPOCTUMYJISILIMU TIpescepanit (puc. 4). Yacrora cepieyHbIX COKpallleHud npu
CAPT 00bI4HO HUXKE, YEM NPU IPYIMX HAHKETYJOUKOBBIX TaXUKApAUAX U Yalle
Bcero coctaniusier 120-150 B munyTy.

CTUMYnsiUMen npeacepann cTumynsumen npep,cep,u,mm puT™
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Puc.4. UHayKuus 1 KynupoBaHHue NapOKCHU3Ma CHHOATPHAJIbHOM Taxmcapmm
(CAPT) ¢ 4YCC=140 B MHUHYTY @NpH MOMOIIH YACTOi CTHUMYJSILUH
npeacepaui.

O6o3nauenus: YIIOI' — upecnumieBoAHas 3JIEKTPOrpaMMa; KPACHBIMU CTPEJIKaMU
otMmedeHsbl 3y01iel P Bo Bpemss CAPT, uaentuunbie mo cBoeit ¢popme 3yoriam P Ha
CHHYCOBOM PUTME.

BonbpHBIE MOTYT NPEABIBIATh KAIOOBI HAa MPUCTYTHI PUTMUYHBIX CEpIIICeONEHUH,
KOTOpbIE OOBIYHO MPOTEKAIOT 0€3 MPU3HAKOB CYHIECTBEHHBIX M€MOJUHAMUYECKUX
pacCTPOUCTB.

1.3.2.5. Jleuenune

[IpepBate CAPT BO3MOXHO MHpU MOMOIIHM «BAaryCHbIX» MPO0, YpECHULIEBOAHON
JJEKTPOCTUMYJISILUM  MPEACEepAUd, a Takke IOCPEICTBOM BHYTPHUBEHHOIO
BBesieHUs afieHo3uHa (AT®D), uzontuHa, 3cMOJ10J1a, IPONPAHOIIOIA WIIH IUTOKCUHA
(03I penapaToB yKa3zaHbl B Ta0. 3).

Taonuya 3. /{o3uposku u cxemvl NpuUMeHeHUs AHMUAPUMMUYECKUX NPenapamos
npu 6HYMPUBEHHOM 66E0EHUU.
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IIpenapatsr *

®apmakoJI0rnyecKas
rpymnma

Jo3b1, cxeMbl **

DHJIOT€HHBIN HYKJIE03U,
aroHHCT aJI€HO3MHOBBIX

3 Mr B TeueHue 2 CeK., IpHU He0OXOIMMOCTH — ITOBTOPHOE
BBEJICHHE Yepe3 2 MUH. 6 MTI' B T€UCHHE 2 CeK., IpU

AnenosuH (AT®D)
PELenTopOB yABTPAKOPOTKOTO  HEOOXOIMMOCTH — ITOBTOPHOE BBEJCHHE Yepe3 2 MUH. 12 MT B
IEHCTBUS TEUYEeHHE 2 CEK
5 Mr/kr B Teuenne 15-20 muH.
[lanee xanenpHOE BBEJICHHUE:
AmMuonapos Ipenapar 11 knacca 150 mr/10 muH., 3atem 360 mMr/6 4., 540 mMr/18 4.
[Tpn HEOOXOIMMOCTH B MOCIIEAYIONINE CYTKH IPOJOKATh
KaIleJbHYI0 HHPY3HIO cO CKOpocThio 0,5 Mr/mMuH
Bonrocnoe BBenenue 3 mr/kr B redenne 10 mun. [Ipu
BepHnakanant IIpenapar III kracca & HE00X0AUMOCTH, depe3 15 MUH. — BBEACHHE BTOPOTO OOJFOCa
2 mr/kr B Teuenue 10 muH
. 0,25-1 Mr B/B CTPYIHO MM KalneJIbHO
Jurokcux CepaeuHblii TTTMKO3U
(mo3y moaduparoT HHANBUAYAIIEHO)
biiokatop kanbLUEBBIX
Bepamamun p 1 5-10 Mr B TeueHHE 5 MUH
KaHanoB L-Tuna
100-200 mr B Teuenne 3—5 MUH., IPH HEOOXOAUMOCTH —
Jlunoxauu IIpemnapar I-B xmacca & 1P A

MocJeTyrolIee KarelbHOe BBEICHHE 2 MT/MUH

Marnus cynbsgar

MHrubuTOop BHICBOOOKICHHS
KaJIbLHS U3
CapKOIlJIa3MaTUYECKOT O
peTukyinyma

2—4 r memieHHo, nox koHtponeM AJl. IIpu orcyTcTBUM
THIIOTOHUH, TIPH HEOOXOANMOCTH /1032 MOXKET OBITh yBEIHYECHA
Jo 6-10r

HuGenran ***

Ipenapar 11 knacca

0,125 mr/kr B reuenue 3—5 mun. [1pu HeoOXoaMMOCTH
MOBTOPHOE BBeACHUE Yepe3 15 muH. (eciu amurenbHOCTh QT
He npebiraeT 500 mc)

Hudepummn ***

Ipenapar 11 knacca

10 Mkr/kr B Teuenne 5 muH. [1pu He0OX0MMOCTH, TIOBTOPHEIE
BBEICHUS U MHTEpBaJioM 15 muH. (ecin pmrenbHOcTh QT He
npessimaet 500 Mc) 10 KynUpOBaHUS WM IO CYMMapHOH J103bI
30 MKr/KT

IIpoxaunamun

I[Ipemapar I-A knacca &

500-1000 mr B Teuenue 15-20 mMuH mox kKoHTpoIeM A/l

[Iponadpenon

IIpemnapar I-C xmacca &

2 MI/KT B TeueHue 15 MuH

IIponpanonon

B-ampenobmokaTop
KOPOTKOTO IEUCTBUSA

0,1 mr/kr B Teuenne 10—15 mun nmox konTposiem AJl

Coraioin

Ipenapar 11 knacca &, B-
aapeHoOIoKaToOp

20-120 mr B Teuenue 20 muH nox kontpoaem AJl. Ilpu
HE00XO0AMMOCTH — MTOBTOPHOE BBEICHUE Uepe3 6 4acoB

DcMoiton

B-anpeHobmoKaTOp
YIABTPAKOPOTKOTO IEUCTBU

B/B undy3unonno 0,5 mr/kr B Tedenne | MUH (Harpy3o4yHas
no3a), 3areM 1o 0,05 MI/Kr/MHH B TEYCHHE 5 MUH;
MIpH OTCYTCTBUH (P PeKTa KOKIBIE 5 MHH TIOBTOPSIOT
Harpy304HyIo 103y, a HOAACPKUBAIOLIYIO 03y YBEIHIUBAIOT
Ha 0,05 Mr/kr/MuH

Ipumeyanus:

* — [Ipenapatrsl CHCTEMATH3UPOBAHBI B aJIpaBUTHOM MOPSIKE

** — BpeaeHHE penapaToB JOJDKHO IPOBOAMUTECS 1Mo KoHTpoaem DK

**% _ HuOeHTaH v HUPEPUIMIT JODKHBI IPUMEHSITHCS TOJNBKO B YCIIOBHUSIX aJIaThl HHTCHCUBHOW TEpPAITHU C
MOCTIC TYFOIIIUM HAOIIOCHUEM OOJIBHBIX B TCUCHHE 24 4acoB

&

— mo knaccudukamym E. Vaughan-Williams B mogudukarmm D. Harrison

C IOCJIBIO HpO(I)I/IHaKTI/IKI/I CUMIITOMATUYCCKUX 3I1IMU30J0B apUTMHNU IIGJIGCOO6p33HO

IMPUMCHCHHC

B-apeHo610KaToOpOB,

BCpallaMujia HJIM  JUI'OKCHHA (,Z[OSBI

npenapatoB ykazanbl B Ta0mn. 1). Ilpu orcyrctBum 3ddexra TUX IpemapaTtoB
PEKOMEHyeTCsl UCIOJIb30BAaHUE aHTHAPUTMHUYECKUMX TpemaparoB [ kiacca
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(mponadeHOHa, aUIalMHUHA, 3TallU3MHA M JIp., J03bl IMpENnapaToB YyKa3aHbl B
Tabm. 1).

[Tpn HE3PDHEKTUBHOCTH JIEKAPCTBEHHOW MPOPUIAKTUUECKON TEpANUH BO3MOKHO
IIPOBE/ICHUE KaTeTepHOM abiauuyu MCTOYHUKA apuTMHuM. Claeayer yuYuThIBaTh, 4YTO
HAHECEHUE TEPMHUUYECKOrO0 MOBPEXJIECHHUS B HENOCPEJCTBEHHOM OJU30CTH OT
CUHYCOBOTO Yy3Jla COIpPSDKEHO C PHUCKOM pa3BUTHSL OCTPBIX U OTCPOUYEHHBIX
IPOSIBJICHUH €ro JUCHYHKIUH.

1.3.3. IIpeoceponvie maxukapouu
1.3.3.1. DnuaemMuoJI0rus, ITHOJIOTHS, (PAKTOPbI PUCKA

[Ipencepannie Taxukapauu (IIT) coctaBnstoT okono 10-15% Bcex cayuae HXKT.
K BosnukHoBenuto IIT mpenpacnonararor pasnuuHble 3a00€BaHUS CEPIACYHO-
COCyAMCTON cucTeMbl (runeproHudeckas Ooisie3nb, UBC, muokapaut, mnopoku
cepaua u 1p.), a TaKkKe HaJIn4ue XpOHUYECKUX OPOHXO0-IErO4HbIX 3a00aeBaHmil. B
KJIMHUYECKON MpPAaKTUKE HEpEeNKOo peructpupyrorcs srporeHsHsie IIT, nmpuumnoi
HOSIBJIGHUS KOTOPBIX SBISIOTCA XUPYprudyecKue/KaTeTepHble Olepalud Ha
npeacepausx. M3BectHo, 4TOo BO3HUKHOBeHHIO I[IT mMoryr cmocoOcTBOBaTH
aJIKOTOJIbHAsi M HApKOTHYEeCKass HMHTOKCHUKALMS, OHHAOKPUHHBbIC 3a00JeBaHUS
(TUPEOTOKCUKO3, (PeoxpomalnToMa U Jp.), a Takke H30BITOYHAs Macca Tena,
arHO? CHA, HApYIIECHUSI 3IEKTPOJUTHOTO M KHCIOTHO-OCHOBHOI'O COCTaBOB KPOBH.
MmuorogokycHas IIT wame Bcero perucrpupyercs y OOJBHBIX ‘“XpOHUYECKUM
JIETOYHBIM cepaueM” Ha (OHE JIUTEIbHO MEPCUCTUPYIOMIUX OPOHXO-JIETOYHBIX
3a00yieBaHUN, HO TaKXKE MOXET  OCJOXHATh TEYEHUE  XPOHUYECKOU
HEJ0CTaTOYHOCTH KpPOBOOOpAILEHHs, OCTporo uHpapKkra MHUOKapAa, ObITh
CJIEICTBUEM JIUTUTATUCHOW MHTOKCHKALMU U JPYTHX TOKCUYECKUX BO3ICHCTBUI
Ha cepale.

1.3.3.2. Onpenenenne u Kiaaccupuranus

[IpencepaHoil  TaxukapIuel WMEHYIOT  HAJDKEIyJAOYKOBYK)  TaXHUKapAMIO,
APUTMOTEHHBIM HCTOYHUK/MCTOUHHUKH KOTOPOHM JIOKalIM3yeTcs B MHOKapje
MpEeACEPaU.

[Ipencepansie Taxukapauu (I1T) pazmenstoT Ha Tak Ha3bIBaeMble «(POKYCHBIE)
IIT, npoucxonsmue U3 OrpaHUYEHHOrO y4acTKa IPEACEPAUM, U TaK Ha3bIBa€MbIE
«makpo-re-entry» IIT, o0ycnoBieHHBIE NHHUPKYJSIHEH BOJH BO30YXACHUA B
IpEACEPANSIX BOKPYI KPYIHBIX AaHATOMMYECKHX CTpyKTyp. Ilocnmennume Ttakke
UMEHYIOTCA TperneTaHueM MpeacepAuii U OyIyT ONMUCAaHbl B COOTBETCTBYIOLIEM
paszeie riaBbl.

B 3aBHCHMMOCTM OT KOJMYECTBA APUTMOIEHHBIX YYAacTKOB B MPEACEpAUsX
(bOoKyCHBIE TaxWKapAuH pPa3feisitoT Ha MoHogokychvle TIT (enuHCTBEHHBIN
UCTOYHUK apuUTMUU) U MHo2o¢okychwvie TIT (3 u Gonee apuTMOTEHHBIX 30H B
Muokapzae npencepauii). bonpmuncto (oxono 70%) doxycueix IIT npoucxoast
U3 TMpaBOro TMpeacepausi, Yaile BCero u3 00JacTH IOTPAaHUYHOTO TpedHS,
MEXIpEACepIHON NEePEeroposiku, 00JacTH Kojblla TPUKYCHHUIAIBHOIO KianaHa U
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YCThbsl KOPOHAapHOro cuHyca. HeCKONbKO pexXe BCTpedaeTcs JIEBOINPEACEPAHBIE
nokanu3anuu uctouHukoB IIT, cpeam KkOTOpbIX MpeoOiafarOT TaxUKApIUU U3
JIETOYHBIX BEH.

1.3.3.3. I1aTorenes

B ocHoBe Bo3HuKHOBeHus IIT Moryr usexars pasiIM4Hble CTPYKTYpHO-
(yHKIMOHAJIbHBIE M3MEHEHMsI NpejcepaHoro Muokapnaa. Hawmbonee wvacTtbim
natousnonornyeckum  MexanusmoMm IIT  sBuseTrcs  «HOBTOpHBIA  BXOJ
BO30YyKaeHUs»» (re-entry). Pexxe matorenetnueckumu mexannsmamu 11T sBusitores
aHOMAaJIbHBIM aBTOMATU3M WJIA TPUITEPHAS aKTUBHOCTb.

1.3.3.4. JluarHocTuka

Huarno3s 1T craButcs Ha ocHoBanuu aHanmmza DKI'. [Ipu ¢oxycubix IIT 3yGier P
npeamecTByor koMmruiekcaM QRS, HO Bcerma oramgarorcs 1o (gopme ot
CHUHYCOBBIX, OTpaXkasi U3MEHEHHYIO ITOCIEN0BATEIbHOCTh AKTUBALMM MPEICEPANN.
Omnenka mopdonorun 3y6moB P B 12 orBenenmsix DKI' Bo Bpems [T mozBomsier
ONPENEIIUTH NPEATIOIOKUTEIBHYIO JIOKAIU3ALNI0 «aPUTMOIE€HHOI0» UCTOYHUKA B
Muokapae npeacepauil. [lomoxutensusie 3youst P B orBeaenusix I, 11 u avF
YKa3bIBAlOT Ha BepXHempeacepAHyr (OnuMke K CHHYCOBOMY y3Iy), a
OTpULIATEIbHbIE — HA HIDKHENpeAcepAHyto (0Jnxke K KopoHapHOMY cuHycy U AB-
COEIMHEHMIO) JIOKAIU3AIUI0 UCTOYHUKOB apuT™Muu. [lonoxkurenbHas MoiasipHOCTh
3y6uoB P B oTBenenusix I u avL mo3BossieT npeamnonaraTte mpaBonpecepAHyIo, a
oTpulLlaTeNbHas — JIEBOIpeACepAHy0 Tomnorpadguio aputmorenHod 30Hbl IIT.
Taxxxke Ha nokamm3anuio uctounuka I[IT B JieBOM mnpeacepany yKa3bIBarOT
MOJIOKHUTENbHBIE, M-00pa3Hbie BosHbI P B oTBeiennn V1.

Yactora putma nipeacepauii Bo Bpems 1T o0brano coctaBnsier 150-200 B MunyTY,
B CBSI3U C ueM 3yOubl P Hepeako HakaabiBaloTCA Ha 3yOubl T mpe/iiecTByONX
KOMIUIEKCOB, YTO MOKET 3aTpyAHATH UX BbisABieHUEe Ha OKI'. MuTepBan PQ moxer
OBITh Y/UIMHEH 11O CPABHEHUIO C CUHYCOBBIM PUTMOM, BCJIECTBUE BO3HUKHOBEHUS
YaCTOTHO-3aBUCUMOM 3a/IEp’KKU IIPOBEAECHU UMIYJIbCOB B AB-coequnennu. [Ipu
coxpaHeHuu KpatHoctu AB-npoBenenus 1:1 putMm KeiyJOYKOB COOTBETCTBYET
putMmy npencepauii. B tex ciaydasx, korna yacrora IIT mpesslmaeT ypoBeHb Tak
Ha3zbiBaeMoM “Touku Benkebaxa” AB-y3na (MUHMMaIbHON Y4acTOTHI MPEACEpIHON
UMITYJIbCAIIMH, IPYU KOTOpO# HapyaeTcss AB-npoBenenue Ha sxenyaouku 1:1), ata
KpPaTHOCTb MOXET U3MeHATbCs. M3MeHenue KparHocth AB-mpoBeaeHus
HAOJIIOIaeTCsl W TNpU TMPOBEACHUM JUATHOCTUYECKHUX JIEKAPCTBEHHBIX MPOO C
BHYTPUBEHHBIM  BBEJACHHEM  IIPENApaToB,  yTHETAOIIUMX  MOPEACEPIAHO-
JKeJyJ1I04KoBoe npoBesienue, Hanpumep AT (puc. 5).
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Puc. 5. Monogokycnaa IIT ¢ pasnuyHoil KpaTHOCTbIO AB-nposeneHus.
IIpo06a ¢ B/B BBenennem AT®.

Oo6o3nauenus: DI'TIII — snexkTporpaMMa mpaBoro npeacepaus, A — OCHWLISLUN
IIPaBOTrO MPEICEPAHs]

[IpencraBieHHbIE XapaKTEPUCTUKHU OTHOCATCS K TaK Ha3bIBA€MbIM MOHO(OKYCHBIM
[IT. Peaxoit Gopmoil mpeacepaHbIX TaxXUKaAPAUM SBISICTCS MHO20(OKYCHAA ulu
xaomuueckaa IIT. OHa BO3HUKAE€T BCIEJICTBHE OJHOBPEMEHHOIO  WJIU
[0CJIEOBATENBHOIO (PYHKIMOHUPOBAHUS B MPEACEPIUAX HECKOJIBKUX (HE MEHee
3-X) apuTMOTeHHBIX (POKYCOB. DJIEKTpPOKapAHOrpadUUYECKH OTO MPOSBIAETCS
3yOnamu P, BO3HUKarOUMMU C HENpPEpbIBHO MeHstouelcs yactoror (ot 100 mo
250 B MWH.), MOCTOSHHO H3MEHSIOIIMMH CBOIO KOHbuUrypamnuto (He MeHee 3
pa3IMYHBIX MOP(OJOrMYECKUX BapUaHTOB 3yOuOB P), oTneneHHbIMH JIpyr oOT
Apyra oTpe3KamMH U30JIMHHUH.

bonpmmHcTBO 11T BO3HUKAIOT MO MEXAHU3MY MHUKPO-PEIHTPU, TO €CTh SIBISIOTCSA
peununpokHbIMU. KOCBEHHBIMU TpU3HAKAMU, YKA3bIBAIOIIMMU HAa MEXAHU3M re-
entry 3TUX apuUTMHUI SBJISIETCA TO, YTO JUISI BO3HUKHOBEHHMs mpuctynoB I[IT
TpebyeTcst mpencepanas dKcTpacuctonus, a Bo Bpemsa DDU mpuctynbsl aputMun
MOTYT OBITh UHAYIIMPOBAHBI M MIPEPBAHBI JIEKTPOCTUMYJISIIUEH MPEACEPIUN.

[Ipencepaubie  Taxukapaud 1O  XapakTepy  TEYEHUS  MOTYT  OBITh
MapOKCU3MAIIbHBIMU (TpuCcTynoOOpa3HBIMM ) 151 HEMapOKCU3MAIbHBIMH.
HenmapokcusmanbHOoe TedeHHME, BCTPEYAOLIEECS CYLIECTBEHHO PEXE, MOKET
IPOSBISTECS B IBYX ¢opmax. IlepBas - XpoHWYECKOE TEUYECHHE, MPU KOTOPOM
TaxuKapiusi CYIIECTBYET MOCTOSIHHO JIJTUTEIbHOE BpeMs (MHOT1a MECSIIbI U TOJIbI)
IpyU TMOJHOM OTCYTCTBUM CHHYCOBOTO putma. BTtopas - HenpepblBHO
PEeLUMAUBUPYIOLIEE TEYEHHE, ITPU KOTOPOM Ha MPOTIKEHUU CTOJb K€ JITUTEIBHOTO
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BpemeHu nepuoAsl 1T mpeppiBatoTCs HECKOIBKMMU CUHYCOBBIMU COKPAIICHUSIMA
C TIOCTIEYFOIIIM BO300OHOBIIEHUEM apUTMUH.

Knunnueckue mnposisienuss IIT pa3nuunbl ¥ 3aBUCAT OT YacTOThl pUTMA H
XapakTepa OCHOBHOM CEPACYHOM MATOJOTUU. Y JIUL C TSKEIBIMUA U3MEHEHUSIMU CO
CTOPOHBI MBIIIIBl WA KiIanaHHoro amnmapara cepaua IIT, nporekaromume ¢
BBICOKOM 4acTOTOM, TOMUMO CHJIBHOTO CEpJIlIeOMEHNUsI MOTYT BBI3bIBATh CHUXKEHUE
apTepUAIbHOTO [JIaBJICHMS, Pa3BUTUE KOJUIANCA, MOSBICHHUE OJBIIIKU U JIPYTHX
CUMIITOMOB  OCTPOM  JIEBOXKEJYJOUYKOBOM  HEJOCTATOYHOCTH. JlmurenbHOE
HerapokcuaMaiibHoe  TedueHue [IT  Hepenko cOmpoBOXKIAeTcs pa3BUTHEM
BTOPUYHOU AUJIATAILMM MMOJIOCTEN CEPALIA U MOSBICHUEM CUMIITOMOB XPOHHUYECKOU
HEJI0CTaTOYHOCTU KPOBOOOpAIICHUSI.

1.3.3.5. InddepenunanbHasi IMATHOCTUKA

BaxxupiM nuarHoctuueckuMm npuszHakoMm IIT gaBisercs ¢eHoMeH Onokazbl
MPOBEJECHUS YacTH MPEACEepAHbIX HUMIYJIbCOB B AB-y3ne 0e3 KynupoBaHUs
aputMur  (cM. Tabmd. 2). C T1enpi0 TPOBOKAIMH JTAaHHOTO (EeHOMEHAa OOBIYHO
UCIIOJB3YIOT BO3/IEUCTBUSA, BPEMEHHO yXyamaromue AB-npoBeieHue: «BaryCHbIE»
npoObl  (AmHepa, BanbcanbBbl, Maccax KapOTHUIAHOW 30HbBI), BHYTPHUBEHHOE
BBeJIcHHE n3onTuHa Wi AT®, kak 3TO NpeACTaBICHO Ha PUC. J.

B psapge caydaeB, korga Mexann3MoM BO3HUKHOBeHMS 1T siBisieTcst moBbIIEHHAs
aKTUBHOCTh JKTOIMYECKOTO ouara aBTOMarh3Ma — T.H. «aBroMaruueckue» IIT,
JOTIOJIHUTENBHBIM ~ IMATHOCTUYECKUM  TMPU3HAKOM  SABJISIETCA  [OCTEIEHHOE
HapacTaHWE YacTOThl pPUTMA TMPEICEpAUN TMOCI€ BO3HUKHOBEHHUS apUTMUU
(penomen  “pazocpesa” aputMoreHHOrOo (oOKyca), a TakKKe ITOCTCIEHHOE
CHIKEHHME €ro 4actoThl nepex npekpauieHueMm 11T (ghpenomen «oxnarxcoenuny).
Otu nBa (peHOMEHAa HE CBOMCTBEHHBI PEIUIPOKHBIM TaXHKAPAHUSIM, K KOTOPHIM
OTHOCSITCS TOAABIsAtONIee OOJBIIMHCTBO HAJKETYJAOUYKOBBIX TaxuKapIuid (CM.
Tab. 2).

Hepenko Baxnyro mupopmanuto ans auddepenunansHoro auarHoza [T necér
OLICHKa MOJIAPHOCTH 3yO10B P BO Bpems aputmuu. XapaktepHbiM npuzHakoM [1T
ABJISIIOTCST  TIoJioKuTenbHble 3yOusl P B orBemenmsix 1, III, avF, uro He
CBOMCTBEHHO OOJIBIIMHCTBY JAPYTUX HAKEIYJOUKOBBIX Taxukapauil. B ciydasx
peructpauuu  otpunarenbHeix pyomoB P B atux  OKI  orBeaeHusix
nuddepentmanbupiii fuarno3 mexay [T u gqpyrumu HXXT nomkeH oCHOBBIBATHCS
Ha JPYTUX IPU3HAKAX.

1.3.3.6. JIeuenune

Jnsa xynupoBaHuss npuctynoB peuunpokHsix I[IT mnpumeHseTcs BHYTpUBEHHOE
BBEJICHUE aHTHAPUTMUYECKUX IpenapaToB | kiacca (mpoxkanHamuja, nponadeHoH)
u Il  kmacca (coranoy, amMuOAapOH), a TaKXKE  YPECHUIICBOAHAS
IEKTPOCTUMYIISALMA TpeAcepAuil. B  HEOTIOXKHBIX Ciydasx, a TaKxke IpHu
HEd(PPEKTUBHOCTH APYTUX BUAOB JICUCHHUS 11€TIECO00PA3HO KyMIUPOBAHUE apUTMUN
IIPU ITIOMOIIM JIEKTPOUMITYJILCHOM Tepanuu. B cinydae «aBromatuueckux» [T mos
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MPEKpalICHUs] apUTMUU TperapaTaMyd BBIOOpa SBISIOTCS [-aApeHOOIOKATOPHI
(acmorton, o03uaan). PekoMeH0BaHHBIE 103bI MPEMAPATOB YKa3aHbl B Ta0J. 3.
MeTto10M BbIOOpa MpU MOBTOPHO peuuauBupytouieil MonopokycHoi I1T sBasercs
MPOBEJICHNE KaTeTEepHOW abjallui MUCTOYHUKA apUTMHUU, YTO TMO3BOJISIET JIOCTUYb
paauKaIbHOTO U3JICYEHHUS Y TIOAABIISIONIEr0 OONBIIMHCTBA 00JIbHBIX (Oosiee 90%).
IIpu xaormueckoit IIT 3¢dexkTHBHOCTL KaTeTepHOW abialuu HEBBICOKA (OKOJIO
70%). B xauecTBe ajdbTEpPHATUBHI MPOBEACHUIO KaTeTEpHOU abnauu 60abHbIM [1T
PEKOMEHYETCS npoduiiakTH4IecKoe Ha3Ha4YEHUE JIEKApCTBEHHBIX
aHTHApUTMHUYECKUX mpernapaToB | kiacca (3Talu3uH, aUIallMHUH, NponadeHoOH U
JIp.) B TOM YHUCJIE, B COUETAaHUU C P-aapeHobmokaropamu. Bo3sMoKHO npuMeHeHne
npenaparoB Il kmacca (coramon, aApoHagapoH, amMUOAapoH, cM. Taou. 1).
Ha3naueHune aHTHapUTMUYECKMX mOpenapatoB [ kiacca MPOTHUBOINOKA3aHO
OOJIbHBIM C TMPU3HAKAMU CTPYKTYPHOTO MOPAXKEHUST MUOKap/Aa H3-3a BBICOKOTO
pUCKa Pa3BUTHUS JKEIYIOYKOBBIX apUTMOTeHHBIX JddexToB. [lpn Hammunum
MPU3HAKOB CEPJICYHON HEJOCTATOUYHOCTU (OCTPOM WMIIM XPOHUYECKOM), a TakKkKe
IPU CHUKEHUH BETUYMHBI Ppakuu BbIOpoca JeBoro xkenynouka (40% u menee) B
KAueCTBE CPEACTBA AHTHAPUTMHUYECKOM TEpAllMd MOXET MCIOJIb30BaThCA TOJBKO
aMHOJapOH

C uenpl0 CHIDKEHMSI 4acTOThI >keimynoukoBoro putma npu [IT nemecoobpazno
npuMeHeHue [-aapeHo0J0KaTOpoOB, BepamamMuwia WM  JUTOKCUHA (03Bl
npenapaToB yKa3aHbl B Ta0. 1).

1.3.3.7. lIpopunakTuka u peadnJauTANUA

CrnennanbHbix npodunakTudeckux meponpuatuii y 6omasHbIX [IT HE Tpebyercs.
[Iporpamma npopUIAKTUYECKUX MEPONPHUATHI W peadHIUTAIlMU ONpeneseTcs
UCKITIOUMUTEIIFHO XapaKTepOM OCHOBHOTO 3a00JIEBaHHS CEPICUYHO-COCYAUCTON
cucteMbl. B ciiydae mpoBeneHUs KaTeTepHOW abiialiid TMOKa3aHO OTPaHWYCHUE
bu3HYeCKUX HArpy30K B TEYCHHE | HEAenu, MPU OTCYTCTBUU OCIIOKHEHUUN
BMEIIIATEIHLCTBA TPOBEICHUS PEAOMIUTAIIMOHHBIX MEPONIPHUATHI HE TpeOyeTCs.

1.3.4. Ampuosenmpuxynapuas y3i108asa peyunpoKHas maxuxapous
1.3.4.1. DnuaeMmnoa0rus, 3THOJOTUs

ATpUOBEHTPUKYJISIpHAsT y3JioBas peuunpokHas taxukapaus (ABYPT) sBasercs
HauOosiee yactoi gopmoit peuunpokusix HXT (0kosio mOTOBUHBI BCEX Cly4yaeB
HIXKT), uamie BcTpeuaercs y *KeHIIUH. APUTMUS OOBIYHO JIEOIOTUPYET B BO3pACTE
no 40 ner y nui 0e3 MNPU3HAKOB OPraHUYECKOro 3a00JIeBaHUSI CEPIIEYHO-
COCYIMCTOM CHCTEMBI, OJHAKO HEpeNKH ciiydyae BO3HMKHOBeHUs ABYPT B
MOKHUJIOM BO3pacTe.

1.3.4.2. Onpenenenne u Kiaaccupuranus

ABYPT mnpexacrasnser coboii yCTOMUUBYIO HMUPKYJISIUIO UMITYJIbCOB (Te-entry) B
AB-y311ie 1 npuMBbIKaroIIel K HeMy CeNTalbHON 00JaCTH IIPEICEePAHOTO MUOKAP/A.
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B ocnoBe ABYPT nexxnt Tak Ha3piBaeMasl «IpoaoJIbHas aucconnanus» AB-y3na -
Hannuue B AB-y3ne nByx (pexxe OoJiee IByX) BapuaHTOB (MyTel) MpPOBEACHUS
UMITYJIbCOB € Pa3JIMYHBIMU  XapaKTEpPUCTHKAMH, KOTOpPBIE CTPYKTYpHO U
(yHKUMOHAIBHO B3aMMOCBS3aHbI Ipyr ¢ ApyroMm. B 3aBucHMOCTH OT Xapakrepa
LUPKYJSILUA UMITYJIbCOB B AB-y3ne Boiaenstor Tpu Bunga ABYPT:

1) TUOWYHBIA BapUaHT — «MEUICHHBIMN-OBICTPBIN» MU «slow-fasty: ummysbce
nBuxkerca no AB-y3nmy aHteporpanHo (M3 mpeacepaui B JKEIyJOUYKH) IO
«MEJUICHHOMY» IYTH, a U3 JKEJyJ04YKOB B Mpeacepaust (peTporpagHo) o
«OBICTPOMY» IyTH;

2) aTUNMWYHBIA BapuaHT— «OBICTPBIM-MENJICHHBIN wWin «fast-slow»: ummyasc
nBuxercs no AB-y3i1y aHTeporpaaHo 1no «ObICTpOMY» IyTH, @ PETPOrPaIHO 10
«MEJIEHHOMY» IIyTH;

3) aTUNWYHBIN BapHaHT— «MEJIEHHBIM-MEUICHHBIIN Win «slow-slow»: ummysbce
IBUXKeTCs 1o AB-y3iy aHTEpOrpasHO U PETPOrpagHoO MO JIBYM «MEJICHHBIM»
yTSIM.

1.3.4.3. I1aTorenes

MexaHn3M peanuzanuu NpoJdoJIbHOM aucconuanuu AB-y3na B ycTOMYMBOE re-
entry Ha npumepe TunuuHoi ABYPT npencrasnen Ha puc. 6. Kak 6b110 0TMEU€EHO
BbIIIIE, MTPU 3TOM B AB-y3iie QyHKIIMOHUPYIOT ABa MYTHU MPOBEACHUS UMITYJIbCOB.
OnuH u3 myTteu, o603HAYaeMbI Kak “ObICTPBIA~ WM B-TyTh, XapaKTepU3yeTCs
0ojiee BBICOKOW CKOPOCTBHIO MPOBEACHUS U OOJbleH BETUYUHON 3(P(HEKTUBHOTO
pedpakreprnoro mepuoxaa. pyroir nmyte AB-y3na - “MemsieHHBIN”, WU O-TYTh,
CKOpPOCTh TPOBEACHHS IO HEMY MeEHbIe, yeM 1o [B-mytd, a 3OPeKTUBHBIN
pedpakrepubiii nepuon kopode. s Bo3HukHOBeHUs ABVYPT nHeobxomumo,
9TOOBI TPEKIEBPEMEHHBIN MPEACEPAHBIA HMIYJIbC (CIIOHTaHHAs TMpeacepaHas
JKCTpacucTosia, a B ycioBusx O®U - mnpeacepaHblii IKCTPACTUMYJ) HMeE
KPUTHYECKYIO BEJIMUMHY MHTEPBAJIA CLICTUICHUS, IPU KOTOPOH B-IIyTh HAXOAUTCS B
COCTOSTHUM pe(dpakTepHOCTH, a O-MyTb — HET. BcreacTBue HEBO3MOXKHOCTU
IPOBENCHUST HMMIyJibca MO «ObIcTpoMy» myTH, AB-npoBeaeHue peanuzyercs
TOJBKO IO «MEIJICHHOMY» IMYTH. JTOT MOMEHT oTpaxkaerca Ha OKI' B Buae
peskoro ynnuHenus: untepBasia PQ/PR (puc. 6-A u 7), 4TOo ONMCHIBAaETCS Kak
dbeHOMEeH ‘“‘CKauka’, MMEIOIINN BaKHOE JHMArHOCTHYECKOE 3HaueHue (CM. Tadi. 2).
Bpewmst mpoBeenus o MeIJICHHOMY MyTH OBIBAE€T AOCTATOYHBIM JIJISi TOTO, YTOOBI
paHee OJIOKMPOBAHHBIA [-IyTh BBIMIEN W3 COCTOSHHS PEPPAKTEPHOCTH U ObLI
CHOCOOEH K PEeTpOrpajHOMy IPOBEICHHUIO BOJHBI BO30OYXKIEHUS OT AMCTAIbHOU
yactu AB-y3na, rae 06a myTu cimMBaroTCs, K MPOKCUMAJIBLHOM €ro 4acTu, 3aMKHYB,
TaKuM 00pa3oMm Iienb re-entry (puc. 6-b).
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cYy b cYy

O Mpencepan O Mpencepan
ABY ABY
B B a

enyaoyk YKenyaoouk

A. b.

Puc. 6. Cxema mexaHuM3Ma BO3HUKHOBeHHMsI AB-y3/10Boii penunpoxHoOn
taxukapauu. A. [lpoBejeHue Ha KENyJOUKM IO «MEIJICHHOMY» (0)-IyTH
BCIIEACTBUE OJIOKaIbl «ObIcTporo» (P)-myTH TpencepAaHON SKCTpacUCTOoNon (Ha
OKI' cootBercTByeT (eHomeHy «ckauka» uHTepBasia PR). b. PasButue AB-
y3JI0BOM TaxXUKaApJUU M0 MEXAaHU3MY re-entry ¢ y4acTHEM o~ U -y TeH.
O6o03nauenus: CY — cunycoBbiii y3en, ABY — AB-y3enn.

Takum oOpa3om, tunuunas ABYPT mnpencraBnser coboit  ycToiuMBYIO
HUPKYJISIUIO BOJIHBI BO30YKJI€HUs BHYTpU AB-y3ma Mexay «MemJICHHbIM» U
«ObICTpbIM»  ero  myTsaMmu. Ilpu  mHpoBeAEHUM  YPECHUUIEBOJAHOIO  WIIU
BHyTpHcepaeuHoro D®PU npogonbHas nuccouuanus B AB-y3ne MoxkeT ObITh
BBISIBJICHA IIPU IPOBEJICHNUU NTPOrPAaMMHOM CTUMYJIALMK npenacepanid. Kpurepuem
«CKauKa», OTpa)kalollMM HEPEKJIIOUEHUE IMpOBENEHUsl ¢ «ObicTporo» mytu AB-
y3Ja Ha «MEIJICHHBII», SBIAETCA YUIMHEHUE MHTEPBAIOB «CTUMYJ-R» mo OKI
w/mmn  A-H mo snekrporpamme m.l'mca Ha 50 Mc u Ooyiee OT UX HMCXOJHBIX
3HQYEHUM B OTBET HA YMEHBUICHHWE MWHTEpPBAJIA CLEIUICHHWS MPEICEepIHOIO
sKcTpactumyia Ha 10 mc.

1.3.4.4. Inmarnoctuxa, nuddepeHunajabHas THATHOCTHKA

BaxnpiMm  nuarHocthueckuM — npuzHakoM — tunuyHoM  ABVYPT  saBasiercs
MPAKTUYECKNA OJTHOBPEMEHHAs aKTUBALMSA MPEACEPAUNA U KEITYJOYKOB BO BPEMS
aputmuu, uto mnpossigercs Ha OKI' orcyrctBuem 3y6moB P BcimeactBue ux
HajoxeHus Ha koMmrieke QRS. KocBeHHBIM NpHU3HAKOM pETPOrpaHON AKTUBALUU
npencepauii B0 BpeMss ABYPT MoxeT sABISATBCS MOSIBICHUE B OTBeneHUU V1
NOJIOKUTENIbHOTO 3yOua P, HacmauBaromerocss Ha KOHEYHYIO 4acThb KOMIUIEKCa
QRS, 4To co37a€T KapTHUHY, CXOXKYIO C IPEXOIAIICH HETOJHON OJI0KaI0N MTpaBon
HOXKKHM myyka ['mca — xomruiekc rSr’ (puc. 7). yis yTOYHEHUsS BpPEMEHHBIX
B3aUMOOTHOIIEHUA  MEXIAy OJJIEKTPUYECKUMHU CUTHAJaMU [pPEACEepAud U
XKETYyIOYKOB M MOATBepxkAeHUs auarHo3za tunuuHod ABYPT, kak mnpasulo,
TpeOyeTcss TPOBEJACHUE UPECIUIICBOJIHOW WM SHJOKAPIUAIBHOW 3alliCH
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CUTHAJIOB mnpeacepauid u xemnyaoukoB. [Ipu tunmunoit ABYPT mgnutenbHOCTB
uHTEpBaia VA, oTpaxarolmero BpeMs OT Hayaja BO30YKIEHUS KEIyJIOYKOB 0
Hayajga pEeTPOrpajHOM JENOJSIpU3alMu npencepanid, He npesbimaer 70 Mc
(puc. 7). OTU NPU3HAKKM HUMEIOT MPUHUUIIMAIBLHOE 3HAYEHUE JI1 MPOBEACHUS
muddepenunansHoro nuarso3a Mexay ABYPT u apyrumu HajpkennyJO4KOBbIMU
TaxuKapausmMu (cM. Tadm. 2).

| S Y | I S S A S e N E— e S | S e o NP NG T N SO ) e SN
1 | .

KOMnneKCb| no Tuny rS Komnnekchkl no tuny rSr’

V1

I
Il

V6 .. Iy
VA=55 mc

L7 e e

Puc. 7. HNuaykuus AB-y3inoBoii peuunpoxHoid Ttaxuxkapauu (ABYPT)
OAMHOYHBIM IKCTPACTUMYJIOM npu nposeaennu YIIIC.

O6o3nauenus: YIIDI' — upecnuuieBoaHast snekrporpamma mnpeacepauid; Crl —
apre(akT IOCTOSHHOTrO Oa3MCHOrO pUTMa CTUMyJsuuu npencepauii; Cr2 —
apre(akT MPEeXJIEBPEMEHHOIO CTUMYyJa Ipeacepaui (3kcTpactumyina). A u V -
OCLHWIISALUNA NPEACEPAUA U KEIyAOCKOB, COOTBETCTBEHHO HA YPECHULIEBOAHOU
3IIEKTpOrpaMMe. DKCTPACTUMYJI BBI3bIBAET OJIOKaay MPOBEACHUS MO «OBICTPOMY»
nyTd — pes3koe ymanuHenue wuHTepBana Ct2-R (dbeHoMeH «ckaukay), dTO
conpoBokiaercsi Bo3HukHOBeHHeM npuctyna ABYPT. Perporpannas aktuBaius
npencepauii Bo Bpemsi ABYPT mposiBnsiercss xapaktepHoit mopdoiorueit rSr’ B
otBeaeHuu V1.

/ Cr2

CyuiecTBeHHO pexe HaOmojgaercss T.H. «atunuuyHas» ABYPT ¢ oOpatHbiM
HaIpaBJeHUEM MexaHu3Mma re-entry - “fast-slow” (“OblcTpblii-MeyIeHHBINA ), TpU
KOTOPOM aHTEPOTPaJHbIM 3BEHOM CIY>KHUT B-IIyTh, a PETPOrpagHbIM - O-IyTh. B
stux ciaydasx Ha OKI' HemocpeactBeHHo mnepen komiuiekcamu QRS
PETUCTPUPYIOTCS AUCKpPETHBIC 3yO1bl P, nnBepTupoBanubie B orBeaeHusx 11, 111 u
aVF, xak oTpakxeHHe pEeTpOrpagHOil aKTUBALMU NpPEACEpIU Yepe3 o-MyTh, a
untepBasl RP cymectBenHo 6onbie natepBana PR (cMm. Ta6m. 2).

[Ipu Hanmuuuy y nanreHTa HECKOJIbKUX «MEUIEHHBIX» IyTel B AB-y3iie Bo3MOKHa
manudecramms Tpethero, Hamodonee peaxoro Bapuanta ABYPT — «slow-slow»
(«MemJIeHHBI-MEJICHHBI»). B 3TOM  ciiyyae UUPKYJSLMS — UMITYJIbCOB
00yCIIOBJIEHA TIOCTIEI0BATEIbHBIM BO30YKACHUEM JIBYX «MEIJICHHBIX)» MmyTe AB-
y3na. Ha OKI' npannsiii  Bapumant ABYPT nposBasercs 3ybuamu P,
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orpunarensHbiMu B orBenenmsax I, III, avF, xoropele perucrpupyrorcs
NoCepeIMHe LUKJIAa Taxukapauu (T.e. uHTepBal RP mpubInM3uTeNbHO paBeH
untepsairy PR).

YacroTa cepaeunbix cokpaienuit Bo BpeMs ABYPT o6s1un0 coctaBmsier 160-200
B MUHYTY, HO Hepenko gocturaet 250 u Oonee yaapoB B MuHyTy. Kondurypanus
koMIuiekcoB QRS, kak npaBuiio, He OTINYAETCS OT TAKOBOW BO BPEMSI CHHYCOBOI'O
putMa. B psjge ciydaeB BO3MOXKHO pa3BUTHE YaCTOTHO-3aBHCHUMOM OJIOKa[IbI
OJIHOM M3 HOXKeK my4ka ['mca (uare mpaBoii) ¢ COOTBETCTBYOIIEH nedopmariueit u
pacmpenueM komruiekcoB QRS, uro TpeOyer npoBenenus nuddepeHuaibHOro
JIMarHo3a C KemyJA0YKOBOM Taxukapaueil (cM. raaBy «KeiryJ0uKOBbIE HAPYLIECHUS
pUTMA cepaa).

Cnenyer oTMmeTruTh eme oaHy ocobenHocth ABVYPT. Ilpumenenue Tak
Ha3bIBAEMbIX ~BaryCHbIX Mpo0”: BanbcanabBbl (HaTyKMBAaHHE HAa BBICOTE BIOXA),
AlHepa (HaJaBlMBaHUE Ha TJa3Hble A0JOKH), Maccaxk 00JIaCTH KapOTHIHOTO
CHHYCa U Jp., OOBIYHO COMPOBOXKAACTCS CHIKEHHUEM YaCTOThl PUTMa TaXUKapAHH,
a HEPEIKO U €€ KYIIUPOBAHUEM.

Beicokas yactota cepaedyHoro purma Bo BpeMs napokcusma ABYPT moxker
INPUBOJUTH K PE3KOMY CHUKEHHUIO apTEPUAIIBHOTO JABJIEHUS, PA3BUTHIO KOJIJIAIICa
U Jaxe oOMOpoka. Y JUIl ¢ UCXOJHO HAPYHIEHHOW COKpPAaTUTEIbHON (yHKUHEH
MUOKapAa HEpenKo HaOMI0JAI0TCsl  SBJICHUS  OCTPOM  JIEBOXKEIYJOUYKOBOU
HEJIOCTATOYHOCTH. JlnuTenpHOe HemapokcuaMaibHoe Teuenne ABYPT, drto
HAOJIIOTaeTCsl KpaiflHEe PEKO, MOXKET MPUBOAUTH K UJISTAIIMU TIOJIOCTEH cepala u
pPa3BUTHIO CHUMIOTOMOB XPOHHYECKOW HEIOCTATOYHOCTH  KPOBOOOpAICHUS
(TaxukKapauonaTun).

1.3.4.5. Jleuenune

Jlns npekpamenust npuctyna ABYPT ucnonb3yroT «BarycHele» HpoObl, MpU UX
HeA((DEKTUBHOCTH BHYTPUBEHHO NMPUMEHSIOT afaeHo3uH (AT®) win uzontuH (CM.
Tabi. 3). [Ipu HeobxoaumocTu BO3MOXkHO KynupoBanue ABYPT mpu momomu
YPECIUILEBOAHON DJIEKTPOCTUMYJIIUMUA MPEACEPAUNA WIM DJIIEKTPOUMITYIbCHOU
Tepanuu.

Metonom BbIOOpa Tipu TOBTOpHO peuuauBupytomein ABYPT  sBusercs
IIPOBEJICHUE KAaTEeTepHOM abyanuu «MeaJIeHHOTO» MyTH AB-y3na, uTo mo3poiser
JOCTUYb PATUKAIBHOTO M3JICUYCHUS] apUTMHUHU y TOJABJISIONIETO OOJIBIIMHCTBA
(6onee 95%) 6onbHBIX. Penkum (oxono 0,5% ciydaeB) OCIOKHEHHEM KaTeTepHOMN
abnmanuu o ooy [TABYPT, o kotopom HeoOXoamumo 3apaHee MpeaynpexaaTh
MaIMEeHTOB, SABJISETCS BO3HUKHOBEHHE CTOMKOM AB-0J10Kaabl BRICOKMX CTEICHEH,
9TO OOBIYHO TpeOyeT MMIUIAHTALUU MOCTOSIHHOIO 3JIEKTPOKAPIUOCTUMYIIATOPA.
[Tpu HEBO3MOXKHOCTH MPOBEIEHUSI KaTeTEpHOM alnanuu mpernapaToM BbliOOpa 1is
npodpunaktuku napokcusmMoB ABYPT sBrnsercs Bepamamui (03b1 HpenapaToB
ykazanbl B TabOm. 1) [lns ymoOGcTBa OONBHBIX II€1IeCO00pa3HO Ha3HAUYCHHE
petapaHbIX (GopM Bepamamuiia, TPeOYIOIIHUX OJHO- WM ABYKPAaTHOTO HpuémMa B
cytku. Ilpu HeapdEeKTUBHOCTHM BepamamMuiia MOTYT OBbITh HCIIOJIb30BAaHbI
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aHTHAPUTMHUYECKHE TIpermapaTthl | kiacca: mpomadeHOH, dTalU3WH, AIATUHUH U
1p. (D03BI IpenapaToB yKa3aHbl B Ta0M. 1).

1.3.5.  Haoxcenyooukoevle  maxukapouu  npu  CUHOPpOMAX
nPeMHCOCBPEMEHHO20  6030YHCOCHUA  MHCEAYOOUKO8  (CUHODOMBL
nPeHcOespemMeHH020 8030YHCOeHUA, CUHOPOMbBL NPEOBO30YIHCOCHUSL)

1.3.5.1. OnuaeMHo0JI0rus, ITHOJIOT U

CuHapombl peaBo30YykaeHus sBistoTcsa BTopoil nociie ABYPT naubonee yacroit
OPUYMHON HAKENyJA0YKOBbIX Taxukapauil (okono 25% Bcex HIKT). Hamuuume
aHOMAJIBHOTO JONOJHUTENbHOro mnpoBoasiiero mytua (AII), kak npuunrHbL
peBO30YKICHUS JKEITyJOUKOB, peructpupyercs y 1-3 mpomuieil HaceneHus U
BBIBISICTCA ~ NPEMMYLIECTBEHHO B MojoxoM  Bospacre.  CymecTByer
HaCJIEJICTBEHHAs MPEAPACIIONOKEHHOCTh K cUHApoMaM npeaBo30yxaenus (AII1
BhIIBISIOTCST Yy 3,4%  ONM3KUX ~ POJCTBEHHUKOB  OTUX  IAIMEHTOB).
OyukrimonnpoBanue JIIII sBrseTcs pe3yabTaToM HapyIIeHUsS BHYTPUYTPOOHOTO
pa3BuTHs PUOPO3HBIX KOJICI] MUTPATBLHOTO W/ MW TPUKYCIUJAIHHOTO KJIalaHa, B
pe3yapTare KOTOPOro COXPaHSAETCsS OJHO WM HECKOJIBKO MBIIIECYHBIX COCIUHECHHM
MEXIy NPEACEpPAHBIM H JKEIyJOYKOBBIM MHOKapaoM. Hamnume cuHapomMoB
peaBOo30YKIACHHSI aCCOLIMUPOBAHO C 0OJIee YaCTHIM BBISABICHHUEM BPOXKIEHHBIX
MOPOKOB CEP/LA, TUIEPTPOPUUECKON KapIMOMUONATUN U CKEJIETHON MMOIATHUH.
Opnako y OosbmnHcTBa nanveHtoB ¢ I crpykTypHoi maTosoruu cepaua u
MBIILIEYHON CUCTEMBI HE BBISIBIISETCS.

1.3.5.2. Onpenenenne u kiaaccupuranus

Cunapomsbl npeaBo30ykKACHUS BKIOYAOT B ce0s IPpyITy HApyLIEHUH CEpAEeUHOro
pUTMa, BO3HUKAIOIIMX B pPE3yJlbTaTe€ HaJIU4YUA aAHOMAJIBHOIO, KaK IIPaBUIIO,
aTPUOBEHTPUKYJSIPHOTO  JAOMOJIHUTENbHOTO mpoBoasiero nytu (I ¢
BO3MOXKHOCTBIO ~ @HTEPOTPaJHOTO W/WIK  PETPOrpajHOTO  PacHpOCTPAHEHUs
AJIEKTPUUECKUX UMIYJIBCOB B 00XOJ U, KaK IPAaBUJIO, B ONEPEKEHUE HOPMAJIbHOU
IPOBOJSIIEH CUCTEMBl CepAlla, YTO U CO34aéT (EHOMEH IMPEXIEBPEMEHHOIO
BO30YKAeHHs (ITPpeIBO30YKACHUS ) KEITyJOUYKOB W/Wiu nipencepanii (puc. 8)
TpamguMOHHO TPHHATO BBIACIATH JBa MOP(GOPYHKIIMOHATBHBIX CyOcTpara,
JeXaluMX B OCHOBE CHHIPOMOB MpenBo30ykiaeHus: T.H. «Obictpsie» JIIII,
KOTOPBIE MPEACTABICHBI UCKIIOYUTEIBHO NMydykaMu KeHTa W T.H. «MEIJICHHBIE»
JIIII, cpenn KOTOPBIX BBIACISIOT MEMJICHHO MPOBOAAIINE Mydyku KeHTa, a Takxke
BOJIOKHA Maxaiima.
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Denpeccus
cermeHta MHBepcus
3y6ua T

A

PR
£120 mq

A b.

Puc. 8. Cxema ¢opMupoBaHus 3JIeKTPOKAPAUOTrPA(PUUYECKHX NPHU3HAKOB
npeaBo30y:KIeHNsl KeJayI04KOoB npu cuHapome Bouabpa-Ilapkuncona-yaiira.
Oo6o3Hauenus: IlynktupHoil nuHuer oOo3HaueHa Qopma komriuiekca QRST B
HOpPME.

Hanuune npenBo30yx AeHUS KEITYJOUKOB JISKUT B OCHOBE (POPMUPOBAHUS
CUMIITOMOKOMIUIEKCA, HAa3BAHHOTO IO HMMEHU AaBTOPOB CUHOpOMOM Bonvga-
Ilapkuncona-Yauma (BILY). JlaHHBIIA CHUHIPOM BKJIFOYAET TpH
AIEKTPOKapAuOTrpapuIecKux npusHaka (cm. puc. 8):

1) ykopouenue nareppaia PQ/PR menee 120 mc,

2) pacHmpeHue KeIxyJ09KoBoro komruiekca 6omee 120 mc,

3) peructpanus Ha Ha4aJIbHOM OTKJIIOHEHWH 3yOma R Tak Ha3pIBaeMol nenbTa-
BOJIHBI,

a TaKKe OJWH KIMHUYECKHM NOpH3HAK — MPUCTYIBI CEepAUECOMEHUM, KOTOPHIM
cooTBeTCTBYIOT 10 OKI' HmKenepeyucieHHble BHIBI  HAJKEITYIOYKOBBIX
TaXUKapauun:

1) napokcusmalibHast OpTOApOMHast peuurnpokHas taxukapaus (IIOPT),
2) napokcu3MalibHasi aHTHIpoMHas peuunpokHas taxukapaus (ITAPT),

3) mapokcusMasibHass QUOPUIUISIIMS/TpenieTaHrue MPeCepAril ¢ MPOBEACHUEM Ha
xemynouku no I

[Tpu OTCYTCTBUM 3THX TaXUAPUTMUHN y OOJIBHBIX C MIPU3HAKAMU MPEABO30YKICHUS
KEITYIOUKOB TOBOPAT 00 deKTpokapanorpadudeckom gpenomene BITY.
Hawnbonee gacteim Bujiom JIII1 sBnsercs mydok Kenra, mpoBOSsIINI UMITYJIECHI B
000MX HaANpPaBJICHUIX: M3 TMPEACEpIUNd B IKEIYyJAOUYKH (QaHTEpOTPATHO) U W3
KEyI0UYKOB B npencepaus (perporpaano). Opnako y 20-25% nauuento ¢ [IIT1
Opyu  TOpOBEIEHMH  BHyTpucepaedHoro O@PU  Moxer ObITh  BBIABICHO
OJHOHAIPABJIEHHOE, HUCKIIOYUTEIBHO PETPOTrPaJHOE MPOBEACHUE IEKTPUUECKHUX
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uMIysibcoB 1o nyuky Kenra. Takoe cocTtosHre 0003HAYaeTcs KakK CKpPblmblil
JIII. HecmoTpss Ha OTCYTCTBUE MPU3HAKOB NMPEABO30YKJIECHUS JKEIYI0YKOB 10
nanabiM -~ OKI,  ckpeiTbii  nmydok KeHTta, Kak npaBWiio, NPOSIBISETCA
BO3HUKHOBEHUEM IIPUCTYIIOB OPTOAPOMHON PEUUNIPOKHON TAXUKAPAUH.

[Ipu 1.H. «wramenmuom» I npu3Haku NpeaBO30YKICHUS KETYIOYKOB TaKKe
He peructpupytorcas Ha OKI' B OOBIUHBIX YCIOBHSIX, OJIHAKO OHHM BCerja
IIPOSIBJISIFOTCS B CIIy4ae €CTECTBEHHOI'O MJIM SITPOTE€HHOIO 3aMEJJICHUS IIPOBEICHUS
UMITYJILCOB 110 AB-y31y (cM. HUXKE).

B ornuume or myukoB KeHTa, CKOpOCTh NMpOBEAEHHUS IO KOTOPBIM IOCTOSIHHA,
éonokna  Maxaiima  seisirores Il ¢ T.H.  «IeKpeMEHTaJIbHBIMU
XapaKTEepUCTHUKaMU (IIPOBEIEHHE 110 BOJIOKHAM MOXKET 3aMEeMIAThCS IpHU
ONpENENEHHBIX YCIOBUAX). JlpyrMMH XapaKTEpHBIMM CBOWCTBAMHM BOJIOKOH
Maxaiitma SIBISIOTCSL:

1) nokanu3anusi BOJIOKOH B IIEPEIHEOOKOBOM CTEHKE MPAaBOIo JKEIY10UKa,

2) naTEeHTHBIA XapakTep NpeaBo30yKICHUS KETyT0UYKOB,

3) onHOHAIpaBIEHHBIN, IPEACEPIHO-KETYT0UKOBbII XapakTep NpeIBo30yKACHUS.
OpHOHANpaBIEHHBIN XapakTep MPeABO30YKICHUS KEIMyJA0YKOB Yy OOJBHBIX C
BOJIOKHaMK MaxaiiMa uckiodyaeT Bo3HUKHOBeHUE I[IOPT y sTux mamueHTtoB, a
HamOoJee yacTeiM BapuaHToMm Taxukapauu siBisiercss [TAPT. CymectBeHHo pexe
pEerucTpupyercst Mapokcu3MalibHasi (QuOpmIIALMs/TpeneTanne Mpeacepauil ¢
IIPOBEJICHUEM 110 BOJIOKHaM Maxaiima..

1.3.5.3. I1aTorenes

ITo cBoeit cTpykType nyuku Kenma npeIcTaBiIsIIOT COOOM aTpUOBEHTPHUKYJIIPHbIE
MBILLIEYHbIE BOJIOKHA, IPOHUKAIOLINE U3 TPEICEPaUil B )KEIyI0UKH uepe3 AePeKTh
B (UOPO3HOM AaTPUOBEHTPUKYISIPHOM KOJIbLIE, HAJIWYUE KOTOPBIX SIBJIAETCA
pE3yNbTaTOM HE3aBEPIIEHHOIO BHYTPUYTPOOHOro pa3BuTHs. Tomorpapuyecku
JIIIT moryT pacnosiaraThCsi MPAaKTUYECKH B JIIOOOM MECTE BOKPYI JIEBOTO WIIU
IIPAaBOr0 aTPUOBEHTPUKYJSIPHBIX OTBEPCTHUH, OJHAKO Yallle BCETO BCTPEUYAIOTCS
nyuku KeHra jeBoit 00KOBOH JIOKaJIU3aIUH.

K 6onoknam Maxaiima OTHOCAT HECKONBKO paznuyHbix Tunos JIIII. B
KJIIMHUYECKOM TMpPaKTUKE HaumOoJiee 4YacTO BCTPEYAIOTCS aTpuOPacUuKyISIpHbIC
(coemuustONIME MPEACEPAnsl C TUCTANBHBIMU OTJEIaMH HOXKKHU Mydka ['uca) miam
atpuoBeHTpukyssipusie [IIIl. bonee penkumu aHaTOMHYECKHMMH CyOcTpaTamu
BOJIOKOH Maxaiima sBisitorcst Hopodaciukyisipabie (coenuusomme AB-y3en ¢
paBoOM HOXKKOM Mydka ['Mca) u HOIOBEHTPUKYJsIpHbIE (coenuustomue AB-y3en ¢
MHUOKapJIOM Ke€IyJI04YKOB) TpakThl. BosiokHa MaxaiiMa HMMEIOT CYyIIECTBEHHbIC
aHaToMO-(pyHKIIMOHAJIbHBIE OTINMYMsS OT nmyukoB Kenra. OHM XapaKTepu3yroTCs
OonblIed NPOTSKEHHOCTHIO, COCTOST KIETOK OJM3KHUX IO CBOMM CBOMCTBaM
kietkam  AB-coenuHeHus, a  TaKkKe  MOIyT  IIepeceKaTb  KOJbIO
aTPUOBEHTPUKYJIIPHOIO KJIallaHa He MEPIEHINKYIISIPHO, a ITOJ OCTPBIM YIJIOM.
Hamnune B cepame nNOMHMO  HOPMAlbHOM — MPEICEPIHO-KEITYT0OYKOBOM
npoBojsmiet  cucteMbl  (AB-coenunenusi) anHomansHoro Il  saBmsiercs
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IEKTPO(PHU3NOIOrMUECKON OCHOBOM I LUPKYJISILUU AJIEKTPUUYECKUX HUMITYJIbCOB
110 MEXaHNU3MY IIOBTOPHOT'O BXOJa (re-entry) ¢ y4acTUEM JAHHBIX CTPYKTYP.

1.3.5.4. lnarnocruka, nuppepeHuuanbHast IMarHOCTUKA

XapakTepHasi dJeKTpoKapAuorpaguueckas KapTHHA NOpU CUHApoMe/(heHOMeHe
BIIY ¢opmupyercs Ha OCHOBE CIMBHOIO MeEXaHHW3Ma JICTOJISpU3AIUU
KenynoukoB. Tak kKak ckopocTh mpoBefeHus no nyuky Kenra, kak mpaBuio,
3HAUUTEIBHO TMPEBOCXOJUT TakoByl0 y AB-y3ma, BosiHa BO30YyXIeHUS,
pacnpoctpansisice no I, npuBomutr Kk paHHeMy (TIPEXIEBPEMEHHOMY)
BO30Y)KJICHUIO YacTH MHUOKapJAa >KelyJo4ykoB (puc. 8-A). DTo mposBisieTcss Ha
OKT" nenbra-BonHOM 1 ykopodeHueMm uHTepBasia PQ/PR (puc. 8-b). [Tapamiensho
C OTUM UMIIYJbC, MPOBEACHHBIM ¢ 3anepxkkod B  AB-y3ie, oxBaThiBaer
BO30YKJICHHEM OCTaJIbHYIO YaCTh MUOKapJa *KeIyJO04YKOB, 3aBeplliasi Mpolecc ux
Jaenonspuzanvi. AHOManbpHas JOENOJsApU3alus MHUOKapAa JKEIyJOYKOB, Kak
IIPAaBWJIO, NMPUBOJMUT K HAPYIIECHHUIO NPOLECCOB MX PENOJSIPU3ALNM, YTO MOKET
nposiisitbest Ha DK (puc. 8-b) nenpeccueii cermenta ST u nnBepcueit 3youa T.

B ornnume or nyuka Kenrta, ckopocTh mnpoBenenus 1o AB-y3my Moxker
CYILIECTBEHHO M3MEHSTHCSA B 3aBUCMMOCTH OT YacCTOThI BO30YKJIEHUS MpeAcepInid
U KoJieOaHUM TOHYca BEreTaTUBHON HEPBHOUM CUCTEMBI. DTa 0COOEHHOCTh HIMPOKO
UCIIOJb3YETCS IS BBISIBIICHUSI TaK HA3bIBAEMBIX «ilameHmHblx» NMydkoB KeHra u
BOJIOKOH Maxaiima, pu KOTOPBIX MPeIBO30YKICHHUE KEITYJOUKOB HE BBISBISETCS
Ha OKI' B OOBIYHBIX YCIOBUSX BCIEACTBUE OTHOCUTEIBLHO MEIJIEHHOTO
npoBeaeHus uMmnyJibcoB 1o JIIIT wnm otHOCcHUTEenbHO ObIcTpOro 10 AB-y3my. Jlns
JI€eMacKUPOBaHUs NPEABO30YXKACHUS B JTUX Cilydyasx TpeOyeTrcs NpOBOKaLUs
JIOTIOJIHUTEIILHOW 3a/IepKKU MpoBeaeHUs B AB-y3iie, Hanpumep, pu BbIIOJIHEHUH
“BaryCHBIX MPOO~ WIM TPH YACTON DIEKTPOCTUMYIAIMHA TPEACEPIUNA, UYTO
3aKOHOMEpPHO TPHUBOAUT Yy OompHBIX ¢ cuHApomMoMm BIIY k mnocremenHOMY
YBEJIMYECHHUIO CTEIEHU MNPEIBO30YKIACHUS KEITYJOUKOB: YKOPOUEHUIO MHTEpBaJIa
PR, ycuiieHnio BBIpa)KE€HHOCTH JEJIBTA-BOJIHBI M PACIIMPEHNI0 KOMILIEKCOB QRS

(puc. 9).
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Puc. 9. JlatenTtHbiii cuHapom BIIY. DddekT «KOHUEPTHHO» NPH YaACTOM
CTHUMYJISIUM TIpeacepamii.

O6o3nauenus: YIIOI' — upecnuiueBonHas snektporpamma, Ct — apTredakTbl
ctumyisioB. CTpenkaMyd OTMEUEHO HapacTaHWe NPHU3HAKOB MPEABO30YKIEHUS
KEITYJJOUKOB (YKOpPOUEHHE HHTEpBaja CTUMYJI-ACNIbTA, YBEIMYECHHE AMILIUTYIbI
JIeNIbTa-BOJIHBI, paciupenne QRS).

OtoT (QeHoMeH mnomyuymwsn HazBaHue 3¢dekTa “KOHIEPTUHO M HMEET Ba)KHOE
JUAarHOCTUYECKOE 3HAYCHUE.

[Tpubnusurensuo B 10-12% ciyyaeB y OONBHBIX MOTYT UMETh MECTO HECKOJIBKO
AL, mpuuém npenBo3OyKAEHUE € y4yacTUEM OJHUX IydykoB KeHTa Moxer
JEMOHCTPUPOBATh SIBHBIM, JIBYHAIPABJICHHBIM XapakTep, B TO BpeMs KaK C
yuactueM apyrux [IIIl - HOCUTH CKpbITBIE W/WIKM JaTeHTHBIE cBoiicTBa. Ha
Hanuuue Heckoibkux JIIIT yka3piBaeT u3aMeHeHHe xapakTepa MpeaBo30yKIeHUs
KEITYJJOUKOB (M3MEHEHHE TOJIIPHOCTH JIeJIbTa-BOJIH U KOHPUTypalui KOMILJIEKCOB
QRS nmo OKI'), peructpupyeMoe Bo BpeMsl MPUCTYHOB PUOPUIUISAILIUN/TPENETAaHUS
IPEACEpAUN WIM IIPU INPOBEACHUU MPOTrPAMMHOM CTUMYJISILMU TPEACEPAUNA BO
Bpemsi DOU.

AHaromuyeckoe pacnonoxkeHue Iyuka KeHTa npenomnpenenser  XapakTep
aJIeKTpoKapauorpaguyecknux TmposiBieHuid (peHomena u  cunapoma BIIY.
CyliecTBYIOT CHELUalbHbIE aJrOPUTMBI, C MOMOIIBID KOTOPBIX, HA OCHOBaHUU
aHaJIM3a MOJIIPHOCTH JIeJIbTa-BOJHBI U/nin komiuiekca QRS B 12 orBenenusx KT
MOXHO YCTaHOBUTb OPUEHTUPOBOYHYIO JIOKAIIM3aLuIo nmyyka Kenra. [l To4HOrO
ompeneneHuss  JokKaiu3auuu — nydka KeHTa  HEoO0XoauMoO — NIpOBEJEHHE
BHyTpucepaeunoro OPU.

Haubonee wacto BcTpedaromieiicss GopmMoil HaIKEITyA0YKOBOW TaXUKApAUH TPU
cuapome BIIY sBusercs napokcuzmanvnas opmoopomnas peyunpokHas
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maxukapous (IIOPT). B ee OCHOBE JEXHUT LMPKYJSLUS HMIYJIbCOB MEXKIY
npeacepausiMU U KeIyJO4YKaMu, aHTeporpaaHo mo AB-y3my u perporpagHo 1o
nyuky Kenra (puc. 10-A). /I7s BO3SHUKHOBEHMS TaXUKapAUU HEOOXOAUMO, YTOOBI
IPEXKJIEBPEMEHHBIN TMPEACEPAHbI UMIYJbC (MpeAcepaHas 3KCTpPacucTojia, a B
ycnoBusix ODU - npeacepaHbIi 3KCTPACTUMYJT) UMENIA Ty KPUTHUYECKYIO BETUUUHY
UHTEpBajia CLEIUIEHUs, NpU KOTOpod mydyok KeHTa HaxoIuTcs B COCTOSHUU
pedpaxrepHocTH, a AB-y3en — Her. [Ipu BO3HUKHOBEHHH OJOKa IMPOBEIACHMS IO
JIIII, aTpnoBEHTPUKYIISIPHOE IPOBEEHUE OCYILIECTBISAETCS TOJIBKO 110 AB-y3my u
cucreme ['uca-Ilypkunbe. Ha OKI' 3TOT MOMEHT mposBIiseTCs HUCUE3HOBEHHEM
OPU3HAKOB TPEABO30YXKACHUS IKEIyJA0YKOB M HOpMalM3alUell KoMILIeKca
QRS(ucue3HoBeHME ACIbTAa-BOJHBI U PACIIUPEHUS).

A. b.
Puc. 10. Cxema MexaHM3MOB PEHUNPOKHBIX TAXHKAPAWH NPH CHHIpPOME
Boabga-Ilapkuncona-Yaiita. A. -  IlapokcusmanbHass ~ OpTOAPOMHAs

peunnpokHas taxukapaus; b. — [lapokcu3ManbHas aHTUAPOMHAS PELUIPOKHAs
TaxuKapausl.

KiroueBbiM MomeHTOM B pasButun IIOPT sBusercs kputudeckas 3aIepikka
nposeneHuss B AB-y3me, goctatouHas  Id JIOCTHIKEHUS — MMILYJIBCOM
JKEIyJOYKOBOro OKOHYaHus Iyuyka Kenra x Ttomy momenty, korma I yxe
BBIILIET M3 COCTOSIHUS pedpakTepHOcTH. BosHa BO30YKIeHHS BO3BpalllaeTCs B
npeacepauss no nydky KeHrta, 3ambikasg Tem caMbiM Lenb re-entry. ITIOPT
IPEICTaBIIAECT COOOM YCTOMUYMBYIO HUPKYJISILIUIO UMITYJIbCA 110 ONIMCAHHOMY IYTH.
Tak kak mepex BO3BpalleHHEM B Mpencepaus BoiHa Bo30yxnaenus mpu [TOPT
BBIHYKJICHA TNPOWTH OTHOCUTEIBHO MNPOTKEHHBIM IyTh IO cucTeMe ['Hca-
[TypkuHpe M MHOKapAy KelayJdoukoB, 3youel P (Ha puc. 11 o0o3HaueHsbI
CTpeJIKaMH) perucTpupyrorcs Bcerga nocie komiuiekcoB QRS. Tlpu stom onu
uHBeptupoBansl B oreeaeHusax II, III, aVF. Harepsan RP<PR. Benuunna
unTepBana RP (unTepBana VA Ha upecnuieBOAHON 3eKTporpamme, cM. puc. 11),
OTpaXkarollass BpeMsl NPOBEICHUS HMITYJIbCOB M3 JKEIYJIOYKOB B MpeAceplus,
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npesbimaet 70 Mc. 1ot npusHak npuHOunuanbHo otanyaer [IOPT ot tunnunoi
AB-y3510B0# pelIMIIPOKHON TaXMKapAHH, ONUCAHHOM BhILIE (CM. Ta0I. 2).

PeTporpagHble 3yb6ubl P
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Puc. 11. I/IHIlyKIII/Iﬂ MAPOKCU3MATBHON OPTOAPOMHOM TAaXUKaApPAUM Yy
00ibHOTO c0 cKpbITbIM nyukom Kenra mnpu nposegennn YIIIC.
Oo6o3nauenus: YIIOI' — upecnuineBonHas 3iekTporpamma, A — OCHMWUISALUU
npeacepauii, V. — ocuwanuu sxkenynodkoB. MatepBan VA=140 Mc — Bpems
pPETPOrpajHOro MpoBeAeHUs (OT JKEIYJOUKOB K Ipeacepausim) mno nydky Kenra,
Crl u C12 — yacTas u nporpaMMHasi CTUMYJISILIMS TIPEACEPIUA.

yna

OTHOCHUTENIBHO PEIKUM BapUAHTOM HAKEITYJOYKOBBIX TaXUKapauil y OOJBHBIX C
MaHU(DEeCTUPYIOUM IPeIBO30YXKACHUEM KenynoukoB no n.Kenra, (HO B TO xe
BpeMsi HauOojiee 4YacTbIM BapHAHTOM Y MAallMEHTOB C BOJOKHaMuU Maxaiima)
SABISACTCA  HAPOKCUSMAIbHAA  AHMUOPOMHAA  PEUUNPOKHAA  Maxukapous
(IIAPT). B ocnoBe pazutus [IAPT taxxke kak um npu IIOPT nexur mexanusm
MOBTOPHOT'O BXOJ1a BOJIHBI BO30YkaeHus ¢ yyactueM AB-coenunenust u I, Ho
JNBWKEHUE  HMIyJbca 1O ULEeNW re-entry HMMEET  IPOTHUBOINOJIOKHYIO
HarpaBiieHHOCTb. [Ipu [TAPT umnysibC MpoBOAUTCA W3 NMPEACEPAUN B KEILYJOUKU
no JIIII, a o6patHo - mo AB-y3ny (puc. 10-b). BeaeacTBue 3Toro BOSHUKHOBEHHE
ITAPT neBo3moxxkHo mnpu ckpwiThix [IIII, korma mpoBeaeHue OT MpeAcepauid K
xKenynoukam otcyTtcTByeT. CrnoHtanHoe paszButue [IAPT ununuupyercs, Kak
IPEACEPAHBIMU, TaK UM JKEIYJOYKOBBIMH JKCTPACHCTOJIAMHM, a B YCIOBHUAX
BHyTpHCcepaedHoro OPU - npeacepIHbIMU U KEITyT0YKOBBIMU 3KCTPACTUMYJIAMU
0 MEXaHU3MYy, aHAJIOrnyHOMY onrcanHomy miig [IOPT.

Onextpokapanorpaduaecku [TAPT mposiBisieTcss Taxukapaued ¢ «IIAPOKUMID
komiuiekcamu QRS, koHpuUrypamus KOTOPbIX UMEET KapTUHY PE3KO BBIPAKEHHOTO
peaBO30Y>KIACHHS KEITYAOYKOB B PE3yJNbTaTe MX aHOMaJbHOW aKTHUBALMU 4Yepe3
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JIII (puc. 12). Baxxno otmeTuTh, 4TOo MOpdosorus komiuiekcoB QRS mo 12
orBeneHnssM OKI' Bo Bpemss IIAPT mnpakrthueckm waeHTHYHa TOW, KOTOpas
pPErucTpUpyeTcsi y TOro K€ caMOoro OOJIbHOIO TMpU TMPOBEIECHUU TECTOB,
HaIIpaBJICHHBIX HA 3aMEJJIEHUE MPOBeneHUs o AB-y3ny, Hanpumep, npu dacTou
CTUMYJISILIMM TIpeAcepauid ¢ pa3BUTHEM 3(]dekra “koHuepTuHO”. B CcBs3M C TeM,
4TO Jenosspusanus npeacepauii Bo BpeMsa IIAPT ocymectsisiercs peTporpasaHo
yepe3 AB-coenunenue, 3yonsl P Ha OKI' Bo Bpemsi mapokcu3Ma perucTpupyrorcs
[oCJIe KEJIyJAO0YKOBBIX KOMIUIEKCOB, a HHTepBal RP cymectBeHHO O0Jblie
unrepBasia PR, ipu aTom 3y61161 P unBeptupoBansl B orBeaeHusix I, 111, aVF.
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AV = 80 mc, VA=270 mc

Puc. 12. Cunapom BIIY. Huaayknuss nmapokcM3MajJbHOW AaHTHIAPOMHOM
TaXMKAPAUU OAUHOYHBIM 3KcTpacTumyJiom (Ct12) npu nposeaenuu YIIIC.
O6o3nauenus: YIIDIT — upecnumieBogHas 3JE€KTporpamMma, A — OCHUJUISIIUU
npeacepanii, V. — oCUMIUISINUU KETYI0YKOB. AHTEPOrpaJHOE MPOBEICHHUE MO II.
Kenta (AV=80 wmc), perporpagnoe mno AB-coegunenutro (VA= 270 wmc).
Perporpannsie P 3y61sr Bo 11 oTBeieHN Moka3aHbl CTPEIKaAMHU.

OnekTpokapauorpapuyeckas KapThHa TpU HAJIWYUKM  BOJOKOH Maxaiima
aHAJIOTMYHA  ONHWCAaHHOW  JUId  JIaTeHTHbIX  mydykoB  Kenra.  Jlmarnos
PEeIBO30YKEHHUS KEITYJOUKOB 1O BOJIOKHAM MaxaiiMa CTaBUTCSI HCKIIOYUTEIHHO
npu BHyTpucepaeuHom OO®PU. B cBA3M ¢ OJHOCTOPOHHUM IpPEACEPIAHO-
YKEJTYyI0YKOBBIM TpoBefieHneM uMIlyiabcoB 1o 3tum JIIIII, nHambonee dacThiMm
BAPUAHTOM TaXWKapJuW, BO3HUKAIOIIMM Yy OOJBHBIX C BOJOKHaMH Maxaiima,
sapnsgercss IIAPT. Pexe y mNDauuMeHTOB pPETUCTPUPYETCA MApOKCU3MallbHAs
bubpuwLIsIUs/TpeneTaHue npecepaAnii ¢ MpoBeIeHUEeM 0 BoJIOKHaM Maxaiima.
OpnHoHanpaBlICHHBI  XapakTep MpeABO30YKIEHUS IKEeIYyJAOYKOB HCKIIOYAET
Bo3HukHOBeHUEe [IOPT y nanubix GonbHbIx. Tak kak BosokHa MaxaiiMa UMEIOT
IIPEUMYIIECTBEHHO IIPaBOCTOPOHHIOIO nepeIHe-00KOBYI0  JIOKAJIU3AIUIO
npuctynam [TIAPT y 370l kaTeropuu OOJBHBIX OOBIYHO CBOMCTBEHHO paCIIMpPEHUE
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koMiiekca QRS mo Tumy OJsiokajbl J€BOM HOXKKM Iydka ['mca ¢ OTKIIOHEHHWEM
AIIEKTPUYECKON OCH CEepJLa BIIEBO.

[TIOPT u IIAPT y OoibHBIX C CHHAPOMaMH MPEABO30YKIEHUS MPOSBISIIOTCS
napokcusMamu ¢ yactoro purma 150-200 B MuUHYTy, KOTOpas HMHOTrAA MOYKET
nocturath 250 B MUHYTY. B 3THX ciiydasx mapokcu3Mbl OOBIYHO COIPOBOXKAAKOTCS
CHIDKEHHEM apTepHUaJIbHOTO JABJICHUS, KOJUIAIlCaMH, OOMOpOKaMH, HOSIBICHHUEM
CHUMIITOMOB OCTPOH JIEBOXKEIIYJOUYKOBOM HEIOCTATOYHOCTH. HemapokcusMaibHOe
TE€YEHUE JAHHBIX TaXUKapIUi OrpaHUYMBACTCS €IMHUYHBIMU HAOIIOJCHUSIMH.

1.3.5.5. JIeuenue

st mpekpamenus npuctyna [IOPT u [TAPT ucnons3ytor «BarycHbie» TpOOBI,
aneHo3uH (AT®), BepanamMui WK NpOKauHAMKJI BHYTPUBEHHO (03Bl IPENapaToB
yKa3zaHbl B Ta0J1. 3), a TaKKe YPECHUIICBOIHYIO DJICKTPOCTUMYJISIIUIO TPECEPIUA.
B Tex cmyuwasx, xorma mapokcusmsl [IOPT u ITAPT mporekaioT ¢ u30BITOYHO
BBICOKOM YaCTOTOM CEPACYHBIX COKPALIEHUN M COIPOBOXKAAKOTCS HAPYLICHUSIMU
reMOJAMHAMUKN  (apTepUaIbHOW  TUIOTEH3UEH, OCTPHIMU  MPOSBICHUSMHU
KOPOHApHOM WM  CEpAEYHON HEJOCTATOYHOCTH), I[IOKa3aHO IMPOBEJCHUE
DKCTPEHHOU DJIEKTPUUYECKON KapAUOBEPCUM.

MeTtonoMm BeiOOpa 1S MPOGUIAKTUKN MOBTOPHBIX MPUCTYNOB HAIXKETYI0UKOBBIX
TaxUKapAuil NOpU  CHUHIpPOMAaxX MPeABO30YXKIEHUs  SBISIETCS  IPOBEJICHUE
karerepHoit abmaruu JI1I1, uTro mo3BossieT 10O0MBaTHCA PAAUKAIBHOTO HU3JI€UEHUS
10 90-98% otux OonbHBIX. [Ipr HEBO3ZMOXHOCTH MPOBEACHUS KaTETECPHOU
abnanuu npenaparamMu BeIOOpa Ji71st TPO(PHIIaKTUKY MAPOKCU3MOB TaXUKapIUW MPU
CUHJpOMaXx IPeIBO30YKIACHUS SBISIOTCS aHTHAPUTMHUYECKHE TIpenapaThsl | kiacca,
npexe Bcero - IC kmacca: stanm3ud u nponadeHon (cm. tadum. 1). Haznauenue
npenaparoB | kilacca MpOTHBOMOKAa3aHO OOJBHBIM C MPU3HAKAMHU CTPYKTYPHOTO
NOpa)KEHUs cepALa, B TOM YUCIE, IPYU HAJTUYUH CEPAECYHON HETOCTATOYHOCTH, pU
cHIKeHUU (pakmuu BeIOpoca JieBoro kemymodka 10 40% u MeHee, a Takke Mpu
runepTpopuu Muokapzaa (TOJIIMHA CTEHOK JIEBOro keinynouka 1,5 cMm u Ooiee).
[Ipenapats! 11l knacca (coranon u amuogapoH, cM. Tadiu. 1) meHee 3(p(HEeKTUBHBI B
OTHOWIEHUU npoduiakTukd noBTOpHbIX 31u30710B I[TOPT u ITAPT, oanako onu
MOTYT Ha3HayaTbCAd y OOJBHBIX CO CTPYKTYPHBIM IMOPaXEHHs cepjla, HO IMpu
HAJIMYUUA CEepPJCYHOM HEIOCTATOUYHOCTH W/WIU CHUKEHUU (pakiuu BbIOpoca
neBoro xenynouka g0 40% u MeHee, MNOMYCKAaeTCs NPUMEHEHHE TOJIBKO
amuoaapona. J{ns npodunaktuku [IOPT y 60nbHBIX cO «CKpbITBIMUY JITIIT MoxeT
C YCIEXOM NPHUMEHSTHCA TOCTOSHHBIN MpUEM Bepamamuia, B-aapeHoO0I0KaTOpOB
WM TTUKO3UA0B (CM. Tabu. 1), oqHako Hamu4ue y OONbHBIX ¢ MaHU(DECTUPYIOIIUM
cunaapomom BITY npuctynos hbubpmmisiuu win TperneTanus mpeacepanii BHOCUT
CYIIECTBEHHOE OIPAHUYEHUE B UX UCIIOJIb30BaHUE (CM. HUXKE).

1.4. ®PUBPUJLJIALIUS U TPENNIETAHUE NMPEJCEPIUH

Tpeneranue npeacepauii (TII) u mepranue/udbpwuisaaus npencepauit (PII)
MPEICTABIAIOT COOOW HAJDKETYOYKOBBIE TAaXWAPUTMUHU, XapaKTEPHUIYIOUIUECS
HamOoJiee BBICOKOM 4acTOTON puTMa mpeacepauii. B ocnoBe Bo3uukHoBeHus TII u
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®II nexat cxokue 3THONOTHYECKUE (PAKTOPHI U MATOTEHETHUECKUE MEXaHU3MBI, B
CBSI3U C YEM ITU APUTMHUH HEPEIKO MEPEXOIAT OHA B APYryro. Berpewaromuiics B
KIIMHUYECKOM  IPAKTUKE TEPMUH  «MEPLAHHUE-TPENECTaHUE  IPEICEepaAUil»
HenpaBomoueH. [Ipu coueranum @Il u TII B nuarHoze HEOOXOAUMO OTAEIBHO
yKa3bIBaTh 00€ (OpMbI apUTMHH.

1.4.1. Tpenemanue npeocepouii
1.4.1.1. DnuaeMu0JI0TUSA, ITHOJIOTUSA, (PAKTOPHI PUCKA

Tpeneranue mnpexacepauit (TII) nuarHoctupyercss npubnuszutenbHo B 7-10%
ClIydyaeB BCEX CYINPaBEHTPUKYISPHBIX TaxUapUTMUNA., Y  MYXKXYHH OHO
oOHapyxuBaeTcsi nNpuMepHo B 4-5 pa3 yamie, yem y xeHmMH. C BoO3pacToM
4acTOTa BOZHUKHOBEHUS TPETETaHUs Mpecepauil yBeInUnBaeTcs. BoIbIIMHCTBO
nanueHToB ¢ TII uMeroT Te wiaum uHBbIE 3a00JIeBaHUSI CEPIIEUYHO-COCYAMCTON
CUCTEMBI. ¥ OTHOCHUTENBHO 370poBbiX mtojed TII mpakTuuecku He BCTpeyaeTcs.
Otuonorudyeckue (GakTopbl pPHUCKAa BO3HUKHOBEHHUS TpENETaHUs Mpeacepaui
onucansl B paznene «lIpeacepanas Taxukapaus».

1.4.1.2. Onpenesienue U KjaaccuPpuKamus

Tpeneranue mnpencepauit (TII) oTHOcHTCS K TpeACEpPAHBIM TaXHKaAPIAUSM,
OOyCJIOBJICHHBIM ~LHUPKYJISUUMEHd BOJHBI BO30YXKIEHUS 10 TOHOrpapuyecku
OOLIMPHOMY KOHTYpPY (T.H. «MaKpO-pE3HTpPW»), KaK NPaBUIIO, BOKPYT KPYIHBIX
aHATOMHMYECKUX CTPYKTYp B MPABOM WJIM JEBOM Ipejacepauu. B 3aBucumoctu oT
Tonorpauu Makpo-pe3HTPU ApUTMUHU BBIIEISIIOT ABa OCHOBHbIX Buaa T1I:

® munuynoe Wy «ucmmyc-3agucumoey TII,

e amunuunoe TIL
[Ipy  munuunom  TII  1UPKYyISIUUMS  UMIIYJIbCA  MPOUCXOIUT  BOKPYD
TPUKyCHUAaIbHOTO KianaHa (puc. 13). XapakTepHoil 0OCOOEHHOCTBIO JTaHHOTO
tuna TII aBisercst 00sA3aTeIbHOE MOBTOPHOE MPOXO0KICHUE BOJHBI BO30YKIEHUS
0 TaKk Ha3bIBAEMOMY «KaBOTpUKycnuaaibHoMy uctmycy» (KTH) - obnactu
IpaBOro IMpeacepaus MeXJIy MECTOM BHAJEHUS B HErO HUKHEH IOJIOM BEHBI U
(UOPO3HBIM KOJIBLIOM TPUKYCIUJAIBHOIO KJAMaHa, YTO MOCITY>KHJIO OCHOBAaHUEM
Ha3biBaTh TUNHYHOE TII «ucTMyc-3aBuCMMBIMY. B 3aBUCMMOCTH OT HampaBieHUs
JIBWKEHUs uMnyibca tunnyHoe TII nmonpasznensercs Ha ABa BapuaHTa:
- «uacmoiiny éapuanm - tunndHoe TII ¢ HampaBiaeHHEM IBUKEHUS UMITYJIbCOB
BOKPYT TPUKYCIUJAIBHOTO KjamaHa MPOTHUB YaCOBOM CTpeNKu (IpH B3IISIAE U3
MIPaBOro KeNyaouka), cM. puc. 13-A;
- 1npu «pedkom» eapuanme TunmyHoro TII  BomHa  BO3OYXACHUS
pacrnpocTpaHseTcsl B HAlpaBJI€HUU OOPATHOM TaKOBOMY IPHU «4aCTOM» BapUAHTE —
T.€. II0 YaCOBOM cTpelike, cM. puc. 13-b.
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Puc. 13. CxemMbl HUPKYJSAIMHA BO30Y:KIeHHS] B NPaBOM MNpeAcepanH MPH
TUNUYHOM TpeneTaHuu mnpeacepauii. A. YacTelii BapHaHT «IIPOTHB YacOBOU
cTpenku», b. Peakuil BapuaHT «110 4aCOBOU CTPEIIKEY.

Oo6o03Hauenus: BIIB — BepxHusis nmonas BeHa, HIIB — nwxuss nonas Bena, INIT -

npaBoe  mpenacepaue, TK ——  TpukycnupanbHeii  kimanaH, KTHU  —
KaBOTPUKYCIUAAIbHBIA ucTMyc, MK — wmwutpansublii kimanan, JIII — neBoe
npeAcepaue.

K amunuunomy unu «ucmmyc-nezagucumomy» TII 0oTHOCITCS BCE OCTaJIbHBIC
BUJIBI IIPEJICEPAHOTIO MAKpO-Te-entry, He BKJIKOYAIOIIKME B COCTAB LIENU IIOBTOPHOIO
BXOJa BO30YyXJeHHUs 00JacTh KaBOTPUKyCHHAAJIbHOrO wucTMyca. [Ipumepamu
atuniuuHoro TII SBASAIOTCA LUPKYJISLUUS BICKTPUUECKUX HMIYJIBCOB BOKPYT
MUTPAJIBHOIO KJIAMAHA, JETOYHBIX BEH U PyOLIOB B IPEACEPAUIX.

M3-3a BBICOKOM YacTOTBI NPEACEPAHONW HMITYJIbCALlMM, KOTOpas, KakK MPaBUIIO,
IpeBbIIaeT ypoBeHb “Touku Benkebaxa“ AB-y3ma, TII mpakrtuuecku Bcerna
nporekaer ¢ AB-6iokaznoit Il crenenu u onpenenéHHON, HEPEIAKO MEHSIONICIHCS
KPAaTHOCTBIO  IIPEJCEPIHO-KEIYA0YKOBOro IpoBeneHusa. Ilpu nmocTossHHOU
KpatHOocTH AB-mpoBeneHusi roBopsAt o mpasuavhoui ¢opme TII (puc. 14), npu
HETIOCTOSIHHOU KPaTHOCTH — O Henpaesuabvhoil ¢hopme TII (puc. 15).
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Puc. 14. IlpaBuiabHas ¢opma tpeneranus npexncepauii (TII) ¢ yacroroi
npeacepaHoin umnyabcauuu (BoaH F) 280 B MuHYTY M npoBeaeHHMeM Ha
skeaynouku 2:1. Tunuynoe umcrmyc-3apucumoe TII (peakuii BapuMaHT «Io
4acoBoOii CTpeJIKe»).

B 3aBrCHMOCTH OT YaCTOTBI PUTMa JKEITYJ0YKOB BBIIACIISAIOT:

- HopMmocucTtosnueckuid Bapuant TII (cpeauss yactora B Auanazone ot 60 qo 100
B MUHYTY),

- Opagucucronnueckuit BapuanT T1I (wactota menee 60 B MUHYTY) U

- Taxucucrtonnyeckuil Bapuanthl TII (wactora 6osee 100 B MUHYTY).

1.4.1.3. I1aTorenes

BosnunknoBenus TII aBnserca cneacTBueM HAapyLIEHHs MPOLECCOB ITPOBEIACHUS
ANEKTPUUECKOr0 BO30YKAECHHUSI MO MHUOKapAy MPaBOro WM JIEBOTO MPEACepaus,
BBI3BAHHOI'O  PA3JIMYHBIMU  IATOJIOTMYECKUMHU  IPOLIECCAMH, 4YTO  CO3JAeT
BO3MOXHOCTb CTOMKON UUPKYJSIIUU 3JIEKTPUUYECKOr0 HMITyJibca MO OOJIbIION
IeTJIE TOBTOPHOIO BXOAa BO30YyKIeHUs (Makpo-pesHTpH). Kpurnueckumu
KOMIIOHEHTaMU ILenu Makpo-pesHTtpu TII ABisiroTcs Hanmuuue NpOTSKEHHOTO
aHaTOMHUYECKOro 0apbepa, BOKPYTI KOTOPOI'O BO3MOXKHA LIUPKYJIALNS UMITYJIbCOB, a
TaKKe 30HbI 3AMEJUICHHOTO MPOBEACHUSA B OJJHOM WJIM HECKOJIBKMX YYaCTKOB 3TOU
LEeNH, TMO3BOJSOMEH (POHTY BOJIHBI BO30YXACHUA 3aMEMIATh XOJI U HE
HaTaJIKUBaTbCcsl Ha pedpakTepHbIl Y4yacTOK MpeAcepAuii, cieayrouei 3a
XBOCTOBOM 4aCTBIO BOJIHBI PE-OHTPH.

1.4.1.4. Imarnoctuxka, nuddepeHunajabHas THATHOCTHKA

Ha OKI' Ttpeneranue mpeacepauii mnpeacTtaBisieT co0OM  MpaBUIbHBIN
BBICOKOAMIUTMTYAHBIN TPEICEPIHBI PUTM C BBICOKON 4acToToi (00b14HO OT 250
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n0 400 B MUHYTY) MU OTCYTCTBUEM YETKOM H303JIEKTPUUYECKON JIMHUU MEXKIY
npeacepaHbiMu Komruiekcamu (BostHamu F) xotst 661 B omHoM DK - oTBeieHm™.

Benyuum snektpokapauorpa@uueckuM Npu3HakoM munuynoz2o TII sBisitoTCSs
“nunooOpa3Hbie” mpeacepAHble BOJHBI «F» ¢ HauOonblield aMIIuTynod B
orBeneHusax II, III u aVF, a Takxke ¢ OTCyTCTBMEM U30JIMHUU MEXKAY HUMH B DTHUX
win apyrux otBeleHusx OKI. BaxHO OTMETHTh, YTO NpPH YacTOM BapUAHTE
HUPKYJSLUA UMITYJIbCOB BOKPYT TPUKYCIHAJIBHOrO KJIAllaHa - MO0 HAaINpPaBJICHUIO
«IIPOTHUB YaCOBOM CTpeiKW», BOJHBI F B orBenenusax Il, III avF - orpunarenbHbie
(puc. 15), mpu penkoM BapuaHTE UUPKYJSIUU HUMITyJIbCa B HAMNpPABICHUU «IIO
4aCcOBOM CTpEJIKe» — OHU MOJIOKUTENIbHBIE B 3THX ke DKI' oTBenenusx (puc. 14).
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Puc. 15. HenpaBuiabHasa ¢opma tpeneranus npeacepaui (TII) ¢ yacroroi
npeacepaHoin umnyiabcanuu (BoaH F) 250 B MHHYTY M KpaTHOCTBIO
NMpoBeeHus Ha }Keayaouku ot 2:1 g0 6:1. Tunuvynoe ucrmyc-3apucumoe TII
(4acThlii BADMAHT «IIPOTUB YACOBOM CTPEJIKH»).

Amunuunoe TII 00buHO TIpenCTaBIsA€T cO0OM BOJHOOOpaA3HYIO, pexe -
NUI000pa3HyI0 MPEeACepIHYI0 aKTHMBHOCTb, OTJIMYarolIytocss mo coeit OKI'-
mopdomnoruu ot TunmaHoro TII (puc. 16). B HekoTopsix cinyyasx atunuaHoro TIT
JTUCKpeTHBbIE BOJHBI F MoryT BooOmie orcyTcTBoBaTh Ha cranmaptHou DK, mis
TouHOM auarHocTuku tuna TII Tpebyercs mpoBeneHHE YPECTIHINECBOIHOTO WU
BHyTpucepaeunoro OPU.
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yacToToil npeacepanoit umnyJascanun FF=300 B MI/IHyTy U NPOBEACHUEM HA
skeaypoukm 2:1 m 3:1.

Oo603nauenus: YIIOI" — upecnuiieBoiHas 3aeKTporpamma, A — OCUUIUIALIMH
npeacepanii, V — OCLHUIUISALINY KETYJOUYKOB.

CrnonTtanublie napokcusmbl TII MHUIUUPYIOTCS MPEACEPAHBIMU KCTPACUCTOIAMH,
a npu npoBeraeHuu ODU oHuM MoOryT OBITH UHAYLHMPOBAHBI W MPEKpPAILICHbI
AIIEKTPUUECKUMU CTUMYJIAMHU.

Tpeneranue mnpeacepAnii MOKET MUMETh MapOKCU3MaIbHOE (MPUCTYHOOOPA3HOE),
HEIPEPBIBHO  PELMJIMBHUPYIOLIEE M XpPOHUYECKOe TeueHue. Kinunuyeckune
IPOSIBJIICHUS TPENETAHUS NPEACEPAUIN 3aBUCAT OT YAaCTOTHl PUTMA JKEIYI0OUYKOB U
TSYKECTU OCHOBHOM CEpJCYHON MATOJOTMU W AHAJOTWYHBI BBIIIE ONUCAHHBIM JUIS
IPENCEPAHBIX TAXUKAPAHIA.

I[Ipn pmmurensHocT TII cBpime 48 4YacoB y MAMEHTOB YBEJIMYHMBACTCS
BEPOSITHOCTh TPOMOOOOpa30BaHUs B MpeAcepausix (MPexae BCEro B YUIKE JEBOTO
peacepausi), 9To Co3MaéT yrpo3y Pa3BUTUS TPOMOOIMOOIMUECKUX OCIOKHECHUM.
[Tpn Hanmuuuu IBYX U OoJiee COMyTCTBYIOUIMX (DAKTOPOB pUCKa TPOMOOIMOOIUIA
no mkaie CHADS>-VASC, 3Tum 00bHBIM MOKa3aHa JJIUTENbHAs (MMOKU3HEHHAs])
Tepanusi  HENpsIMBIMM  aHTUKoaryjisHTamu.  Bompocbl  mpoduiiakThKu
TPOMOOIMOOTNYECKUX OCIOKHEeHUH y OonbHbBIXx ¢ TII m ®II  mompobHO
IIPE/ICTAaBIICHbI HUXE.

1.4.1.5. Jleuenue
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Jnsa npekpamenus npuctynoB TII HWCHosnb3yl0T BHYTPUBEHHOE BBEICHHE
IpoKauHamuja, npornadeHoHa, coTanoja U aMuoiapoHa (1036l U CXEMbl BBEJCHUS
npenaparoB yKa3zaHbl B Ta0. 3), a TAKKE YPECHUIIEBOIHYIO JIEKTPOCTUMYIISILIIO
npeacepauii. B cinywdasx, korma TII compoBoxpaercss  BbIPa)KEHHBIMU
HapyLEHUsIMU TeMOJMHAMUKHU (apTepuaibHas TMIOTEH3Ms, OCTpass KOpOHapHas
WIN CepJieYHasi HeI0CTaTOYHOCTh), METOJIOM BBIOOpA U1l IPEKPAILEHUs] ApUTMUU
ABJISIETCS HEOTJIOKHAsA DJIEKTpUYecKas KapauoBepcus. Kapaumosepcusi Takke
UCIIOJIB3YyeTCsl B IJJAHOBOM  TOpsAlKe Npu  HEIPGHEKTUBHOCTH  MOIMBITOK
MEJIMKaMEHTO3HOTO BOCCTAaHOBJIEHHMS pUTMa cepaua. B mociegHem ciyuae
PEKOMEHIyeTCsl HMCMOJIb30BaHUE CHHXPOHU3MPOBAHHOrO OugasHoro paspsaa
MomHOCTEI0 50-75 Jlxoyned, mpu HEIPHEKTUBHOCTH KOTOPOTO MPUMEHSIOT
paspsiibl OOJIBIIIEH MOIITHOCTH.

IIpu npopomxurensHocTd 3nu3oaa TII Oonee 48 yacoB BOCCTaHOBIIEHHE
CHHYCOBOTO puUTMa TpedyeT NPOQUIAKTUKUA PA3BUTHUS «HOPMAIU3ALUOHHBIX)
TPOMOOSMOOTMYECKIX  OCIOKHEeHWH.  VMcmonp3yembple ¢ 3TOH  IIEJbIO
NpoPUIAKTUUYECKUE TOAXOJbl AHAJOTMYHBI MPUMEHSIEMBbIM Mpu (GUOPHUIUISAIUU
IIPEACEPAUIN U PACCMOTPEHBI HUXKE.

B mensix CHM)KEHHST YacTOThl PUTMA >KEIYJIOYKOB IMPU TaXUCUCTOJIUYECKOM
Bapuante TII ucnones3yrorcs B-aapeHo0I0KaTOpbl, TUTOKCUH U UX KOMOUHAIMS, a
TaKKe BepanaMuil, KOTOPbIE B OCTPBIX CUTyalUsSX MCIOIb3YIOTCS BHYTPUBEHHO, a
TaK)K€ BHYTPb, C IEJIbIO JUIMTEIBHOIO OOECHEUEeHHsS] KOHTPOJS 4acTOThl paOOThI
cep/ua (10361 IpenapaToB ykaszaHsl B Ta0. 1 u 3).

Metonom BwIOOpa TpH J€YEHHH OOJBHBIX C MOBTOPHBIMU MapOKCHU3MaMU
tunuyHoro TII m mpu nepcuctupyromeM tunudHoM TII sBisiercss nmpoBeneHue
KaTeTepHOU abianuu KaBO-TPUKYCIUIAIBLHOTO UCTMYca. J[aHHOe BMeNaTenbCTBO
NO3BOJISIET JOOMBATBHCS PAAUKAIBLHOTO YCTPAHEHHUS apUTMHUU Y MOAABISIOLIETO
oonpmmHCTBA (O60ee 90%) ManMeHTOB ¢ TUNMUYHBIM TPEMETAaHUEM TPEACEepIui.
Tem ne mMenee, mpubaM3UTEeTHHO v 15-20% mareHToB Mocie yCnenrHon abmanuu
KaBO-TPUKYCHUIAIBHOIO HCTMYyCa BO3HHMKAIOT JPYrME€  HaJKEITyJOYKOBbBIE
TaxMapuTMUHM, Yalle BCero — napokcuaMaibHas ¢huldpumsiius npeacepauit (OII).
OCHOBHBIMH (PaKTOpamH, MpeApacrnoiaraloliMMi K Bo3HUKHOBeHUI0 DIl y atux
OOJIbHBIX, SBISIIOTCS JIUTENbHBIA aHaMmHe3 mnepcuctupyroniero TII, Hamuume
BBIPAKCHHOW JUJIATAllMU TPEJACEPAUd W/WIM MUTpaibHOW peryprutanuu. [lpu
atunuaHoM TII apdpexTuBHOCTD KaTETEpHOU a0JalMu HUXKE, YEM MPU TUITMYHOM
TII, u cocraBusier okono 70%. Kpome Toro, mpoBeaeHHE BMeEIIATENbCTBA
CONPSKEHO C OTHOCUTEIBHO BBICOKMUM PHUCKOM OCHOXHEeHUH (1o 4,5%).
ATnbTEpHATUBON KaTETEpPHOW aliamuu B JTOM Ciy4yae SBISIETCA PETYJISIPHOE
JUINTEIbHOE  NPUMEHEHUE  aHTHApUTMUYECKUX  mpenapatoB | kiacca
(nponadpeHoHa, HATAlUM3MHA WIH ajylanmHuHA, cM. Tao6mn. 1). B memsax
npo(UIAKTUKNA BO3MOXKHBIX peruanBoB TII ¢ BBICOKOI 4acTOTO# MpoBeAeHUS Ha
KEITyOUKH PEKOMEHIYeTCd KOMOMHHpPOBATh AHTHAPUTMHUYECKHE Mpenapartsl |
KJlacca ¢ Oera-aapeHoOIoKkaTopaMu Uik BepamnamuioMm (cMm. Tadi. 1). Haznauenue
npenaparoB | kilacca MpOTHUBOMOKAa3aHO OOJIbHBIM C MPU3HAKAMU CTPYKTYPHOTO
NOpa)KeHUs cepAla, B TOM YUCIE, PU HAJTUYUK CEPCYHON HEIOCTATOUYHOCTH, PU
cHMKeHUU (pakuuu BeIOpoca JieBoro >kenynouka 10 40% u MeHee, a Takke Mpu
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runepTpopuu Muokapzaa (ToJIIMHA CTEHOK JIEBOTO XKelyaouka 1,5 cm u Oosee no
nanHeiM Ox0-KI'). Ipenapater III kitacca (coTasion, IpOHENIapOH M aMHOJAPOH,
cM. Tabn. 1) menee >(PQEKTHBHbI B OTHOLUEHUU MNPOPUIAKTUKH MOBTOPHBIX
smu3zonoB TII, ogHako OHM MOTrYT Ha3HayaTbCAd Yy OOJBHBIX CO CTPYKTYPHBIM
NOpaXXEHUs CepAlla, HO NpPH HAJUYUM CEPACYHOW HEIOCTAaTOYHOCTH W/WIIU
CHIDKEHUHU (pakuuu BblOpoca JeBoro xemyaouka 10 40% u MeHee, JOMycKaeTcs
IIPUMEHEHUE TOJIBKO aMUOAAPOHA.

IIpy oTCyTCTBHM WM Majaod BBIPAKEHHOCTH KIMHUYECKOM CUMITOMATUKU U
reMOJANHAMMYECKUX paccTpoiicTB JsiedyeHue OonbHBIX ¢ TII Moxer ObITh
OTPaHUYECHO HA3HAYEHUEM IPENapaToB, KOHTPOJIHPYIOUIMX YaCTOTy pHUTMa
Keyn04uKoB (B-aapeHoOI0KaTOPOB, CEpIEUYHBIX TIJIMKO3HMJIOB, Bepamamuia, CM.
tabn. 1). bera-agpeHoOmokatopel  (IPEANOYTHTEIFHO  KapAHOCEICKTUBHbBIC
IPOJIOHTHPOBAHHOTO JCWCTBUA) - OCHOBA Takoro jedenue. OHU Hanbolee 4acTo
UCIOJIB3YIOTCSL B 3TUX LENSAX B BHJIE MOHOTEpAIIUU U B COYETAHUU C CEPACUHBIMU
[JIMKO3UJaMH, B TOM YHCJIE U IPHU CEpACYHONM HENOCTAaTOYHOCTH. Vcronab30BaHue
AHTaroHMCTOB KaJbLIMS B 3TUX LENSAX JOMYCTUMO JIHIIb IPU HAJIUYKUU CTPOTHX
IPOTHUBOIOKA3aHUM K Ha3Ha4YeHHIO [-aApeHOO0JIOKATOpOB, a MPUMEHEHHUE
CeplIeYHBbIX TJMKO3UJIOB B BHUAE MoHOoTepanuu (0e3 [-anpeHoOs0KaTopoB)
BO3MOXHO TOJIBKO Yy TIOXKWJIBIX IAlMEHTOB C KpailHE HU3KUM YPOBHEM
JBUTATEIbHOW aKTUBHOCTH. CoueTaHue HEIUTHIPONUPUINHOBBIX AHTAarOHHCTOB
KaJgbluUs U [-aJpeH0OJ0KAaTOPOB HEKEIATEIbHO, MOCKOJIBKY MOXKET MPUBECTH K
OMACHOMY B3aWMHOMY ITOTEHUMPOBAHUIO OTPULATEIBHOTO XPOHOTPONHOIO H
WHOTPOITHOTO AeHCcTBUSA. HIMBUyaIbHBIA BHIOOP 703 ITHX MPENapaToB JTOJHKEH
ObITh OpueHTHUpoBaH Ha 1eneBble 3HadeHuss YCC: mpu MOIHOM OTCYTCTBUHU
CUMIITOMOB - He Bbille 110 B MHUHYTYB COCTOSHMM IIOKOS; IpPU HaJIWYUU
CHUMIITOMOB - He Bblllle 80 B MUHYTY B COCTOSIHMM ITOKOS U He Bbie 110 B MUHYyTY
npu ¢uznueckoil Harpyske. UHANBUAYyaNbHBIH KOHTPOIH 32 3()PEKTUBHOCTHIO U
0€30MaCHOCTBIO TAKOI'o JieYeHUsl (CyIIECTBYET PHUCK pa3BUTUSA KIMHUYECKU
3HAYMMOWN Opagukapauv, OCOOCHHO B HOYHBIC Yachl) CIEAyeT MPOBOJIUTH C
UCIOJIb30BaHUEM XOJTEpPOBCKOro MoHuTopupoBanus OKI. VYV  OonbHBIX ¢
BBICOKMM YPOBHEM JIBUTaTEIbHOW AaKTUBHOCTU (IPEUMYIIECTBEHHO MOJIOAbIE
nanueHTb) 3()(EKTUBHOCTh HA3HAYEHHOW Tepaluu JOJDKHA OLIEHHWBATHCA C
UCIOJb30BaHUEM IMpo0 ¢ (U3NYECKOM HArpy3koil Ha BEJIO3ProMeTpe WIn
TpeAMMUIIE.

1.4.1.6. IIpopunakruka, peadbmiuranus, THCHAHCEPHOE HAOII0eHHe

[TpodunakTudeckne U peadMIUTAIIMOHHBIE MEPOIPHUATHSA, & TAKXKE MOJIXOJbI 10
TucniaHcepHoMy HabmroeHnto 6onbHbIX TII aHamoruyHbl ONMUCAaHHBIM B pasjele
MPEICEPIHBIX TAXUKAPIUN.

1.4.2. Quopunnauun npeocepouii

1.4.2.1. DnuaeMmnoJa0rus, ITHOJOTUS
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Oubpmmsmus  npencepauid  (PII) — wambornee pacmpoctpaneHHas ¢dopma
TaxUapUTMHHM, BCTpEYaromiascs B o0wen nonyinsiuuu B 2% ciyyaeB. BeposaTHocTh
BO3HUKHOBeHUs DIl cymecTBeHHO yBennuuBaercs ¢ Bo3pactoM. DIl BeiaBisieTCA
y 3,8% muu crapiue 60 et u 'y 9% nurg ctapuie 80 ser.

Boigensitor ®II, cBsi3aHHYI0 C MOpPaKEHHEM CEpACYHBbIX KianaHoB (daile
PEBMATHYECKUI CTEHO3 MUTPAJIILHOI'O KJIAallaHa MM IIPOTE3 MUTPAIBHOIO KiaraHa,
pexe — MOpaKeHUe TPUKYCIUJAIBHOIO KJIallaHa), U HE CBSA3aHHYIO C KJIAIlaHHOM
[IaTOJIOTUEN.

IIpy  OTCyTCTBMM  KJIamaHHOIO  IOPAXEHUS, OCHOBHBIMM  IPUYMHAMH
Bo3HUKHOBeHUs1 DIl sBusitorcs: runepronuudeckas 6onesnp, UBC, nepBuuHbIe
3a0o0yieBaHUs ~ MHOKapJa, BpOXACHHbIE MOPOKUM  CEpAlld, TUIEPTUPEO3,
(bheoXpoMOIIMTOMA, CaXapHbBI auabeT, 3I0ynoTpeOIeHHE aIKOToJeM, H30BITOYHAS
Macca Teja, alHo? CHa, TWrokanuemusi, cuHapoM Bombsda-ITapkuacona-Yaiita, a
TaK)K€ T€HETUYeCKas IMpeapacrnoiaokeHHOCTs. B 30% ciyyaeB mpu THiaTeIbHOM
KJIMHUKO-UHCTPYMEHTAJIBHOM OOCJEA0BaHUM HE YAAE€TCS BBISIBUTH KaKUX-TMOO
KapJualbHbIX WIH HecepAeUHbIX (pakTopoB pa3BuTus OII.

1.4.2.2. Onpenesienune u kiaaccupuranus

OubpwIIALMS ~ TpeAcepAudl  MPEeACTaBiIsIeT Cco00W  CYNpPaBEeHTPUKYISPHYIO
TaxXUapUTMHUIO, XapaKTEPU3YIOLIYIOCS XaOTHYECKON DJIEKTPUYECKONM aKTUBHOCTBIO
npeacepanii BbICOKOM yactoTa (kak mpaBwio, oT 300 go 700 B MuHYTY) U
HEPETYJISIPHBIM PUTMOM JKEIyJ0YKOB (MpU YCIOBUU OTCYTCTBUA TOJHONW AB-
OJIOKaIbl).
[Ipu ®II, Tak xe, kak npu TII, MO 4YacToTe pUTMA 3KEIYIOYKOB BO BpEMs
00pPCTBOBAHUS PA3THYAIOT:
® HOPMOCHCTOJIMYECKMH BapuaHT (yactora B auanazoHe or 60 mo 100 B
MUHYTY, cM. puc. 17-A);
® TaxXHUCHCTOJMUeCKui BapuaHT (yactorta 6osee 100 B MunyTy, cM. puc. 17-
b);
® OpaauCHUCTOIMYECKUH BapuaHT (dacToTa MeHee 60 B MUHYTY).
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Puc. 17. ®uOpunasuus npeacepani. A. — HOpPMOCUCTOJIMYECKUN BApUAHT, b. —
TaXUCHUCTOJINYECKUM BapUaHT.

B 3aBuCMMOCTH OT ypOBHSI (PU3UYECKOW AKTMBHOCTH, CTENEHU AMOLMOHAIBLHOTO
HaIIpSDKEHMS, a TaKKe MO AEMCTBUEM JIEKAPCTBEHHBIX IPENAPATOB U psAla IPYTUX
(bakTopoB, BIMSIONIMX HA (PYHKIIMOHAJIbHBIE XapakTepucTuku AB-y3ma, 0ObIYHO
Ha0JII01at0TCsl 0OpaTUMBIE Mepexo/ibl U3 oJHOro Bapuanta OII B apyroii.

[Io xapakrepy TeyeHHs M JUIMTEIBHOCTH ApUTMUU BbIACIAOT 5 Tumno OII:
BIIEPBBIE  BBISBICHHAsA, MApOKCHU3MaJIbHAs, MEPCUCTUPYIOLIAs, JAJIUTEIIBHO
IIEPCUCTUPYIOIAs U IIOCTOSHHAS WU XPOHUYECKas.

JIro6oi1 BmepBBIE AMATHOCTHUPOBAaHHBIA »nu3on DIl BHE 3aBUCUMOCTH OT
JUIMTEIIBHOCTH W BBIPAKEHHOCTU CHMIITOMOB CYMTAlOT BIEPBbIE BbIABJICHHON
DII.

IHapokcuszmanabHoii @Il MMEHYIOT NOBTOPHO BO3HUKawIIyr (2 u Ooiee
amu3040B) PII, crnocoOHYI0 CaMOCTOATENbHO NPEKpaIlaThbCs 10 HCTEYEHUs 7
CyTOK OT MOMEHTa Havana npucryna. K mapokcusmanbHoit @Il Takke OTHOCAT
@OII, KynmMpOBaHHYI C IPUMEHEHUEM MEAUKAMEHTO3HOM WIIA JJIEKTPUYECKOU
KapJAUOBEPCHUM B CPOKH 10 48 4aCOB OT MOMEHTA Hayajla apuTMUHU.
IlepcucTupymoumei sBIsSeTCs NEPBUYHO WIM NOBTOPHO Bo3HUKIIas DII
JUIMTENILHOCTBI0 Oosiee 7 CyTOK, HE CIOCOOHAs K CIIOHTAaHHOMY IMPEPHIBAaHUIO U
TpeOyrolas JJjii CBOEro YCTPAHEHHs MPOBEACHHUS CIEHHUABbHBIX MEPONPHUSTUN
(0OBIUHO, PTIEKTPUUYECKON KapAHUOBEPCHH).

JdantenabHo nepcuctupywuieii umeHyroT DI, mpomomkuTenbHOCTHIO Oosee
rofa, €ClM IPUHUMACTCS PELIEHHE O BOCCTAHOBIECHMM CHUHYCOBOIO pPHUTMa C
IIOMOILBIO KapJAMOBEPCHUH WM PAJUKAIBHOIO HHTEPBEHIIMOHHOIO (KaTreTepHas
abmarysi) u/uian Xupyprudeckoro JeUeHUs.

IlocTosiHHOM WM xpoHu4yeckoi nMenyercs @I npogomxuTenbHOCTBIO Oosee 7
CYTOK, €CJIM MONBITKU €€ yCTpaHEeHUs He3(P(PEKTHUBHBI WM HE NMPEANPUHUMAOTCS
0 TeM WM UHBIM npudnHaMm. [locnennee moapasymeBaeT OTKa3 OT MPOBEACHUS
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KapJIMOBEPCHUM, a TaKKe JIOOBIX IMOMBITOK PAJAUKAIbHOTO WHTEPBEHIIMOHHOTO
W/WJTN XUPYPTUIECKOTO JICUCHUS apUTMUMU.

OOBIYHO  YCTAHOBJICHUIO  TOCTOSSHHOM  ()OpMBI  MPEIIIECTBYET  MEPHO]
peLUIUBUPOBAHUS TTAPOKCU3MOB. Y OJHOTO M TOTO K€ OOJIbHOTO C JJIUTEIbHBIM
anamue3oM Il Ha pas3nuuHbIX JTamax 3a00J€BaHHUs MOTYT HaOIIOAAThCS
pa3JIMYHbIC TUIIBI TEUCHHS] APUTMHUH, a TAKKE UMETh MECTO UX codyeTaHus. B Takux
Clyyasix B JMartHo3e ykasbiBaeTcsi TObKO Ta ¢opma DI, xoTopas mocmykuia
MOBOJOM JIJI TaHHOW FOCIUTAIN3al[My UM BMEIIATEIbCTBA.

1.4.2.3. IlaTtoresernueckue Mmexaunusmbl OII

Jlns BosHukHOBeHUs ycrouuBor PII HeoOxoamMo HaIu4Iue TPEX COCTABIISIONINX:
1) MyCKOBBIX, T.H. TPHUITEPHBIX (HAaKTOPOB aPUTMUH, 2) ApUTMOTEHHOTO CyOcTpaTa
apuT™MHH, 00€CTIEUMBAIOIIETO caMmocTosiTenbHoe momnepxkanue PII, a taxxe 3)
WHJMBUAYAJIBHBIX MOJIYJIUPYIOMINX BIUSHHUM, MOBBIMIAIONIUX BOCHPUUMYUBOCTD
apUTMOTEHHOTO cyOcTpaTa K TpUrrepusiM pakropam OI1.

B nopamnstomiem OosbiiuHCTBE ciny4daeB (95%) mpueeepuvim pakmopom OI1
SIBJISIETCS MATOJIOTMYECKasi BHICOKOYACTOTHAS DJIEKTPUYECKAsI aKTUBHOCTh B YCThSIX
JISTOYHBIX BEH, OTpaxkeHweM Koropoi Ha OKI' sBiugercs dacTtas paHHSA
npeacepanas skcrpacuctonus (mo tumy «P Ha T», cM. puc. 18) wu/unu npobexku
peIcepaHON Taxukapauu (Kak MOHO(OKYCHOM, TaK U XaOTHYECKOM).

YacTas akcTtpacuctonus us JIBJIB (P Ha T)
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Puc. 18. Bo3HukHoBeHue npuctyna GuOpM/LIsINMUA NPeAcepaAuil BCJaeICTBUE
YacTOi IKTONMUYECKOM AKTUBHOCTH U3 YCThSl JICBOH BePXHEH JIerOYHOM BEHBI.
O6o3nauenus: JIBJIB — anekTporpaMMa u3 ycThbs JIEBOW BEpPXHEHN JIETOYHOI BEHBI;
A — ocumusitiuu ipeacepauid. Manekcom 1 0003HAYEHBI AIEKTPUYECKUE CUTHAIBI
CHHYCOBOI'O ITPOUCXOKJICHHUSI, MHIEKCOM 2 — DJIIEKTPUYECKUE CUTHAJIBI SKTONIUU U3
JIBJIB.

bonee peaxumu tpurepusiMu dakTopamu OIT SBISIIOTCS IKCTPACUCTOIBI U3 MOJIBIX
BEH, a TaKXKe TMPEJICEepAHbIE OBKCTPACUCTONBL. IEKTPOPHUINOIOTrHUECKUMU
MEXaHU3MaMM OYaroBOM AaKTUBHOCTH JIETOYHBIX U IIOJIBIX BEH SBIISIETCA
TPUITEpHAsi aKTUBHOCTh M TTOBTOPHBIN BX0J1 BO30YXAeHUS (re-entry) B MBIIIEYHBIX
CTPYKTYpax, BBICTWIIAIOIIMX MECTa UX BIIAJACHUU B npeacepaus. Ilpu nposeneHun
OOU mpuctyn OI1 MoxkeT ObITh BBI3BaH SJIEKTPOCTUMYJISIIIUEH TIPEICEPIUN.
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Apummozennwvii  cyocmpam  OIl  mpencraBnser co00il  CTPYKTypHO U
(GYHKIIMOHATBHO M3MEHEHHBIH (PEMOACTMPOBAHHBIN) MHOKap Mpeacepaui,
oOecrieuynBaomMii  cToiikoe  camoctositenbHoe — nojaepxkanue DII.  Tlox
PEMOJEIUPOBAHUEM IMOHUMAKOT COBOKYIHOCTh IIaTOJOTHMYECKUX IPOLECCOB,
BO3HUKAIOLIMX B IIpeAcepAusiX B oTBET Ha Bo3HUKHOBeHHE DI wnn/u B pesynbrare
NEUCTBUSL UM3BECTHBIX 3THosornyeckux ¢akropoB PII. Pemogenuposanue
HAQUMHAETCS C HapylIEHUS HWOHHBIX KJIETOYHBIX MEXaHU3MOB (OPMUPOBAHUSA
UMIYyJbCA W  3aKaHYMBAETCS  CTPYKTYPHO-(QYHKIMOHAJIBHOW  Jerpagaunuen
IIPEACEpAHOr0 MHOKapaa U arpuomeranueid. OCHOBHBIMM — CTPYKTYpPHBIMU
W3MEHEHUSMU MHUOKapZa NpeacepAui, MpeapacoaraltoliuMi K BOSBHUKHOBEHUIO
cyoctpata OII, saBnsrorcs ¢(ubpo3, BocmajgeHue, amonTo3 U TUneprpodus
KapIUuOMHOLUTOB. DyHKIMOHAIBHBIE HAPYLIEHHUs B IPEICEPAHOM MHUOKApIE
BKJIIOYAIOT B ce0s BO3HMKHOBEHHWE HEOJHOPOJHOCTH CKOPOCTEH MpOBEACHUS
UMITYJIbCOB B Pa3HBIX HAIIPABICHUAX, a TaKXe JOHCHEPCUI0 IPOLECCOB
penonspuzanuu B npeacepaHoM  Muokapzae. IIporpeccupoBanme DIl wu
PE3UCTEHTHOCTh APUTMUH K JIEKADCTBEHHOMY U HHTEPBEHLIIMOHHOMY JIEYEHUIO, KAK
NPAaBUJIO, ONPENENAECTCS  BBIPAXKEHHOCTBIO  IPOIIECCOB  PEMOJECIMPOBAHUSA
npeacepauii. B HacTosiee Bpems pPacCMATPUBAKOTCS JIBE€ aAJbTEPHATUBHBIC
AIIEKTPOPU3NOIOTNYECKUE TUIIOTE3BI CAMOCTOSTENIBHOTO noaepxkanust OII:

1) Hanuuue OJHOrO WM HECKOJIBKMX BBICOKOYACTOTHBIX POTOPOB B IPENCEPAUIX
WIM JIETOYHBIX BEHAaX C IIOCTOSHHO MEHSIIOUIMMCS XapakTEpOM IPOBEACHUS
VMIMITYJIbCOB Ha OKPY>KarOIIUNA MUOKap/ IIPEICEPINL;

2) UUPKYJSIUS MHOKECTBEHHBIX BOJIH MHKPO-PE3HTPU B NPEACEPAUAX I10
HEOIIPEACIICHHOMY, CIIy4alHOMY ITyTH.

Hanbonee 4dacTeiM Moodyaupyrouwium enusHuem, CIoCOOCTBYIOIIMM aKTHUBAIIUU
«crsiero» apurmoreHHoro cyocrpara ®@II B oTBeT Ha JIEWCTBHE TPUITEPHOTO
dakrTopa, sBIsSETCS AUcOANaHC BETETATUBHBIX BIUSAHUNA HA MUOKAp] MpeICepauid.
B 3aBucumocTH OT  XapakTepa HapyLIEHUl aBTOHOMHOM pEryJsiiuu paldoThl
cepAla BBIACISIOT T.H. «eazycuyio»n gopmy @II (apuTMus BO3HHKAET
IPEUMYLIECTBEHHO BO BPEMS CHA WJIM IIOCIE NEpPEeaHusl, IPU PE3KUX HAKIOHAX
WIM TOBOPOTax TYJOBMINA, a TaKXe JIIOObIX JIpYrux (akTopax, YCHUIMBAIOIIMX
apacuMIIaTUYECKUE BIUSHUSA Ha CEPJILE), a TAKKE T.H. «(2UNEPAOPEHEPSUUECKYIO»
¢opmy aputmun (DIl BO3HMKAET NPEUMYIIECTBEHHO B MOMEHT (PU3NYECKON
Harpy3kyd, IIpM  CTpecce, PEe3KOM HCOyre M  JIpYyruX  COCTOSHMSIX,
CONPOBOXK/IAIOIIMXCA IOBBIIICHUEM CHUMIATUYECKUX BIMSHUI Ha cepaue). B
KA4ueCTBE MOAYJHUPYIOLIEr0 BIMSAHUAA MOTIYT TAaKX€ BBICTyIIaTh HapyIICHUs
3JIEKTPOJIMTHOTO OOMEHa (THUIIOKaIMEeMHMsl), MPeXodlias HUIIEeMHUs MHOKapia U
IIPOAPUTMHUYECKOE JEHCTBUE JIEKAPCTBEHHBIX IPEIAPATOB.

1.4.2.4. JlnarHocruka, auddepeHunalibHass THATHOCTHKA, KJIHNHUYECKHE
NPOSIBJICHUS, IPOTHO3

Jwuarnoz @Il craBurca Ha ocHoBanuu OKI'. Hepenko nma mnoareepkaeHus
nuarHosa napokcusmanbHoit @I Tpelyercs nnurenbHoe MonuTopupoBanue JKI
(or 24 4 go 7 pHeil), ucnoap3oBaHue nNopTaTuBHBIX ODKI'-perucrtparopoB c
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BO3MOXHOCTBhIO Tmepenaun OKI' mo tenedoHy, a Takke HMIUIAHTUPYEMbIE
nernesble  peructparopsl OKI. IlporpamMmuas crumyssanus HOpeacepaui B
ycnoBusaix OOU nns noareepxkaeHusa nuarno3a @Il He npoBOANUTCS B CHILYy HU3KOU
YYBCTBUTEIBHOCTH U CHEU(PUYHOCTH METOAA B OTHOLLIEHUU BOCIPOU3BOJAUMOCTHU
KJIMHUYECKU 3HaUunMon PDII.

XapaktepubiMu IKI -npuznakamu ®OI1 sBasitoTCSA: OTCYTCTBUE 3yOI110B P, Haimuue
Pa3HOAMILIUTYAHBIX, TouMOopGHbIX BoiH ff, mepexonsmux ogHa B Apyryro 0e3
YETKOM HW30JMHUM MEXJy HHUMH, a Takxke aOCOJIOTHAas XaOTUYHOCTh U
HEPEryJsIpHOCTh puUTMa kenyaoukoB (puc. 17). Ilocinepnuii mnpusHak He
peructpupyercs B ciydasx coderanus OII u AB-6mokaner 111 crenenu (pu T.H.
benomene Openepuka).

TunnuneiMu cumnromaMu DI ABIAIOTCA: yCHUIIEHHOE, KaK NIPAaBUIIO, HEPUTMHUYHOE
cepaledbueHue, nepedou B paboTe cep/ilia, OJbIIIKA, MTOBBIIIEHHAS YTOMISIEMOCTbD,
IUI0Xasi TMEePEeHOCHUMOCTh (M3MUYECKUX HArpy3ok u mnotinuBocTth. DIl sBusercs
MIPUYAHON TPETH BCEX TOCHUTAIM3ALMK MO IMOBOAY HAapyUIEHHWU pUTMa cep.la.
OcHoBHbIe nprunHbl TocnuTanu3anuii npu OII — ocTpeiil KOPOHAPHBIM CHHAPOM,
cepAcuyHasi  HENOCTaTOYHOCTh,  TPOMOOSMOOIMYECKHE  OCJIOKHEHHS U
HE00X0AUMOCTh HeOTJI0OXKHOr0o KynupoBaHus @II. @I compsixkena ¢ AByKpaTHbIM
BO3PACTAHUEM pHUCKA CMEPTH, NPEXKAE BCEr0 KapAHAIbHOW, HE3aBUCHMO OT
Hanuuusg Jpyrux (axropoB pucka. Haubonee omnmacHeiMu ocioxueHusmu OI1
SBIISIOTCS TpoMOOIMOOINYECKUE, B TOM qucIe UIIEMHAYECKUI
KapauodMOonnueckuii nHCYNbT (Bo3HUKHOBeHHE DII y 607pHBIX 0€3 mopaxeHus
KJIAIIAHOB CEpJIlla YBEJIMYMBACT PUCK HHCYJbTa B S5 pa3, a OpPU HaJIUYUHU
KJIAMIlaHHOTO TOopoka - B 17 pa3), TpoMOOIMOONIHMH COCYIOB KOHEUHOCTEH U
uH(papKThl BHYTpeHHUX opraHoB. Kpome Toro, @Il MoxeT OBITh NMPUYHMHOU
KOTHUTHBHBIX AUCQYHKIIMH, BKIIOYasi COCYAUCTYIO AeMeHInt0. Y 0onbHbIX ¢ DII
YXYAIIAeTCSl KAyeCTBO JKW3HHM, CHWXKAETCS TOJIEPAHTHOCTh K (DU3UUECKUM
Harpy3kaM, HEpPEAKO TMOSBISIETCS W/WIM MPOrpeccupyeT IUChYHKIUS JIEBOTO
KeITyJouKa C pPa3BUTUEM CEPJIeYHON HenocTaroyHocTh. [lpubnmsurensHo B
YETBEPTH CIIy4aeB apUTMHUS MOXXET MNpPOTEKaTb OECCHUMIITOMHO U BBISBISETCA
CIIy4arHO IIpU MEAULIMHCKOM OCMOTPE.

1.4.2.5. Jleuenue

Jleuenne OonbHbIXx @Il mpoBOAUTCS € 1ENBIO YMEHBIICHUS BBIPAXKEHHOCTU
cumnromoB @II, yayumieHuss reMoJuHAMUYECKUX MOKa3zaTesen, MpoduiiakTuKu
BO3MOXHBIX ocyioxkHeHUN DI u ymydieHust mporaos3a 3TUX OOJIbHBIX.
BosneiictBue Ha CeplIeUHBIM PUTM IIPEIIOJIAraeT JIBE BO3MOXHBIX CTPAaTETHHU
nedenust 00mbHBIX DII:

1) KOHTPOJIb YaCTOTHI KEITYJOUYKOBOTO puTMa Ha (oHe coxpansromieiics DII,
T.H. «KOHTPOJb  4YacTOTbD), MNPEANONATAIOMINN  BO3JACPKAHUE  OT
MPOTUBOAPUTMHUYECKOTO JICUEHUS;

2) BoccTaHOBNeHHE (MpU HEOOXOAMMOCTH) W TOJJICpKAHWE CHHYCOBOTO
pUTMa, T.H. «KOHTPOJIb PUTMA CEPJILIa» CPEJCTBAMU JICKAPCTBEHHOTO W/UJN
HEMEIUKAMEHTO3HOTO IPOTUBOAPUTMHUYECKOro JieueHus. [IpoBenenue
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IPOTUBOAPUTMHUYECKOTO JIEUEHHs] HE M30aBIse€T OT HEOOXOIUMOCTH
"KOHTpOJISI 4acCTOThI", TAK KaK BCErJa CyLIECTBYET BEPOATHOCTb PELHINBA
®II, koropass HE MNOKHO MNPOTEKAThb C H30BITOYHO BBICOKMM PUTMOM
KEITYTOYKOB.
Bo16op crparteruu neyenuss OII onpenensercs UHIMBUAYATbHO, B 3aBUCUMOCTH OT
XapaKTepa TeYEHUsI apUTMUH, CTEIIEHU BBIPA)KECHHOCTH KIIMHUYECKUX MPOSIBICHUH,
HQJIAYHUS COIYTCTBYIOLIMX 3a00JIEBaHUM, NEPEHOCUMOCTU PA3JIMYHBIX TPYIII
IpEenapaToB U MpH 0053aTENbHOM yuéTe MHEHHUS JIeHalllero Bpaya U MpeArnovTeHus
HALUEHTA.
Konmpons wacmomul cepoeunvlx COKpAuieHUIl U pumma cepoya npu OKa3anuu
HEOM0NHCHOU NOMOWU
[Ipu ®II, nporekaromien ¢ THKEIOW CHUMIITOMATUKOM, OCTPBIMU HApyLICHUSIMHU
TeMOJUHAMHUKN W/WIW SIBICHUSAMHU KOPOHAPHON HEJOCTaTOYHOCTH, YCTpPaHEHHE
THX KIMHUYECKHX MPOSBICHUI B 3HAYUTEIBHOM YacCTH CIydyaeB MOXXET OBITh
JOCTUTHYTO  BHYTPUBEHHBIM  WJM  [EpPOpPaJbHbIM  NIpUMEHEHHEM  [-
aJIpeHO0JIOKATOPOB WJIM HETUIPONUPUAMHOBBIX AHTArOHUCTOB KalbIUs (CM.
tabn. 1 u 3).  Ilpu HEdIPPEKTUBHOCTH ITUX MEPONPUITHI MOKET BO3HUKHYTH
HEOOXOJAMMOCTh B HEOTJIOXKHOM  BOCCTAHOBJIEHMM  CHUHYCOBOI'O  pUTMa
(xapauoBepcun). TepaneBTHUECKON cTpaTerueil JjieyeHus OOJBIIMHCTBA TaKHUX
OOJIBHBIX SIBJISIETCA «KOHTPOJIb pUTMa cepAla». B atux cioyuasx npekpaienue OI1
U BOCCTAaHOBJICHUE CHHYCOBOI'O PUTMa MOKET OBbITh JIOCTUTHYTO BHYTPUBEHHBIM
OPUMEHEHUEM AaHTHUApUTMHUYECKUX IpenaparoB: MNpOKanHaMuaa, mNponageHoHa,
aMmuofapoHa (MpU MPOJOJDKUTEIBHOCTH apUTMUU 10 48 4acoB), BepHaKajlaHTa
(Ipu  MPONOJDKUTENIBHOCTH apUTMMM J0 7 CYTOK), a TakXke HUOEHTaHa u
Hudepuamia (Mpu TPOJOIDKUTEIHHOCTH apUTMHH OoJjiee 7 CYTOK), cM. Tabd. 3.
Takoll cnoco0 JedyeHHs] HA3BIBACTCS MeOUKAMEHMO3HOoU Kapouoegepcueil. 1lpu
HEBO3MOYKHOCTH BHYTPMBEHHOTO BBEJCHMS NpENaparoB MeIUKaMEHTO3Has
KapUOBEPCHSI MOXET OBbITh MPOBEAEHA IPU IOMOIIM IEPOPaJIbHOro MpuéMa
npornadenona (300 mMr BHYTpb, HpHU COXpPaHEHUU apUTMUU yepe3 2 yaca —
nononaHuTenbHbIA npuéM 150-300 Mr npenapara). [lepBas nmonbsiTka NpUMEHEHUS
TAaKOro crocoda KynupOBaHMS JOMYCTUMA TOJIBKO B YCIOBHSIX CTallMOHApa Moj
koHTposieM OKI'. Ecnu a3 pexTuBHOCTD U (I71aBHOE) 0€30MaCHOCTh TAKOW CXEMBI
KyIUpPOBaHUS MOATBEP)KIECHA, OHA MOXKET ObITh PEKOMEHJI0OBaHA IMalUEHTy Jis
CaMOCTOSITEJIbHOTO MPUMEHEHUSI B aMOyJIaTOPHBIX YCIOBUSX IIPU BOZHUKHOBEHUU
pELUUINBOB.
[Tpu Hes(HEeKTUBHOCTH WM HEBO3MOXKHOCTH JIEKAPCTBEHHOW KapAHOBEPCHH, B
OCTPBIX CIlydasX IPUMEHSAETCS >SKCTPEHHASl 3J1eKmpuueckas Kapouoeepcus,
KOTOpasi MCIIOJIb3YETCS TAK)KE C LEJIbI0 BOCCTAHOBJIEHUS CHHYCOBOIO PHUTMA Yy
OonpHBIX  nepcuctupyromeM —TedeHun DIl (mmaHoBas  3yeKTpHUYecKas
kapauoBepcwusi). [Ipu mro6oM crocobGe KapaIuoBEpCHU HEOOXOAUMO COOII0IATh
TpeOoBaHMs MO NPOPUIAKTUKE HOPMATH3AIMOHHBIX TPOMOOIMOOIHI (CM. HITXKE).
JInumenvHuliit KOHMPOJb YACMOMbL CEPOEUHBIX COKPAUCHUIL U PUMMA CEPOUa
JUIUTENbHBII  MEIMKAMEHTO3HbI KOHTPOJIb YacTOThl pPUTMA JKENyJ0YKOB
SBJISIETCS. OCHOBOIIOJAratomeid crpareruent jieuenuss 00ybHBIX ¢ DII w/unu TII u
PAaBHO3HAYHOM AJIbTEPHATUBON JUIMTEIBHOMY NPOTUBOAPUTMHYECKOMY JICUCHUIO
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OONbHBIX C pasznuyHbiMu Tunamu TedeHus DIl (cm. Huxke). PaBHO3HAYHOCTH
cTpareruii "KOHTpOJs 4acToThl" M "KOHTposs purMma" B jieueHUH OonbHBIX DI
ONpeaeNnsieTcss OTCYTCTBUEM Pa3IM4Mil B 4aCTOTE Pa3BUTHUS UCXO0JI0B 3a00J1€BaHUs
(mporpeccupoBaHusl CEPACUYHON HEAOCTATOYHOCTH, MOBTOPHBIX TOCHUTAIM3ALUH,
CIIyyaeB CMEpPTH OT CEepJEeYHO-COCYIUCTBIX M HUHbIX HpuuuH). bonee Toro,
KOHTPOJIb YaCTOThl PUTMa KEITYJOUYKOB JTOJKEH ObITh 00ecredyeH y BceX OOJbHBIX
@I, nosyyaromux MPOTUBOAPUTMUYECKOE JICYEHUE, TaK Kak IPU 3TOM BCEria
CyllecTByeT BeposiTHOCTh peuuaua PII, kotopas He HOOIKHO MPOTEKATH C
U30BITOYHO BBICOKMM PUTMOM KETYJOUYKOB.

TakTuka «KOHTPOJII YACTOThl PUTMA HKEIYAOYKOB» C HCIOIb30BaAaHUEM [3-

aipeHO0JI0KAaTOPOB, CepJCUYHbIX  TJIMKO3HUJOB, HEJAUTUAPOIUPUIUHOBBIX
AHTaroHMCTOB Kaublus (cM. Tabn. 1) Oosiee mpeamodTuTenbHa y OOJBHBIX C
OoeccumToMHOM  wium  MmanocumnTromMHo — DII, ¢ HEdPPEeKTUBHOCTHIO

NPEANIECTBYIOMUX MONBITOK NPOPUIAKTUUECKOTO AHTUAPUTMHUYECKOTO JICUEHUS
(CM.HUXKE) U TSXKEIBIM OpraHUYECKuUM MopaxeHueM cepaua. [Ipaktuyecku 0e3
UCKJIFOYEHHUS TakKas TaKTUKa JICUCHUS MPUMEHSETCS MPU XPOHUYECKOM TEUCHHUU
OII.

bera-anpeHo010KkaTophl (IpeanoYTUTEeILHO KapJInOCENIEKTUBHbIC
MPOJIOHTUPOBAHHOTO JIEUCTBUSI) - OCHOBA Takoro JyieueHus. OHU Haubosiee 4acTo
UCIIOJIB3YIOTCS B ATUX LENSAX B BUJAE MOHOTEPANUHU U B COUETAHUM C CEPJICUYHBIMU
INIMKO3UJIaMH, B TOM YHUCJE U IIPU CEPACHYHON HEAOCTATOYHOCTHU. Mcnonb30BaHue
AHTArOHUCTOB KaJblUg B 3THX LEJNSIX AOMYCTHMO JHIIb MPU HAIMYUH CTPOTUX
MPOTHUBOIIOKA3aHUN K Ha3HA4YeHHWIO [3-aJApEeHOO0JIOKATOPOB, a MPUMEHEHHUE
CEepICUHBIX TJMKO3UIOB B BHUAEC MoOHOTepanuu (6e3 [-aapeHobI0KaTOpoB)
BO3MOKHO TOJIbBKO Y TOXWIBIX MAal[MEHTOB C KpallHE HU3KUM YPOBHEM
JBUraTeIbHOW akTUBHOCTH. CodeTaHue HErUJAPONUPUINHOBBIX AHTATOHUCTOB
KaJblUg U [-aapeHO0JI0KATOPOB HEXKENATEIbHO, NMOCKOJIIBKY MOKET IPUBECTH K
OMACHOMY B3aUMHOMY MNOTEHLHMPOBAHUIO MX OTPHUILATEIIBHOIO XPOHOTPOIIHOIO U
UHOTPONHOTr0 3P dexToB. MHaAMBUYyaNbHbINA BBEIOOP 03 3TUX MPENapaToB JOJKEH
ObITh OpueHTUpOBaH Ha 1eneBble 3HaueHuss YCC: npu MNOJHOM OTCYTCTBUU
CUMIITOMOB - He Bbllle 110 B MHMHYTY B COCTOSIHUM MOKOS; NPH HaJW4YUU
CHMIITOMOB - He BbIlIe 80 B MUHYTY B COCTOSIHUM MOKOSI ¥ HE Bbiiie 110 B MUHYTY
npu  ¢uzndeckol Harpyske. WHauBuIyanbHBIA KOHTPOIb 3(G(HEKTUBHOCTH U
0€30MacHOCTH TaKOTO JiedeHUs (CYIIECTBYET PHUCK pa3BUTUS KIMHUYECKU
3HaYUMOW OpaJuKapaud, OCOOEHHO B HOYHBIE Yachl) CIEAYET IMPOBOJIUTH C
UCIOJIb30BaHUEM XOATEpOBCKOro MoHuTopupoBanus OKI. VYV OonbpHBIX ¢
BBICOKMM YPOBHEM JBUTATEIbHONW AaKTUBHOCTH (MPEUMYLIECTBEHHO MOJIO/bIE
nanueHThl) S()QPEKTUBHOCTh HA3HAYEHHOW TEpamuu JOJKHA OIICHUBAThCSA C
UCTIONB30BaHUEM TMpPOo0 ¢ (U3NYECKOM HArpy3Koil Ha BEIOIPrOMETpe WU
TpeAMMUIIE.

[Ipu HEA P (HEKTUBHOCTHU UCII0JIb30BaHUs JIEKapCTBEHHBIX CPEICTB,
KOHTPOJUPYIOIIUX YacTOTy CEPAEYHOro puTMa (B TOM 4YHUCIE KOMOMHAUUN
HECKOJIBKUX MpernaparoB), NpuUOEraloT K kKamemepuou aodnauuu AB-y3na c
OJHOMOMEHTHOW MMIUIAHTAUEN MCKYCCTBEHHOI'O BOJMTESA pPUTMa CEpALA.
Jlanuplii BujJ BMeHIaTeNbCTBA 00€CIEUMBAECT BBICOKOAI(D(PEKTUBHBIA KOHTPOIIb
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KenynoukoBoro putMa y OonbHbix ¢ PII. Opnako, sBAsACh NaUIMATUBHBIM
BMEIIATEILCTBOM, MIOCJIE KOTOPOTO MalMEHT HABCErJa CTAHOBUTCS 3aBUCUMBIM OT
anekrpokapauoctumyisitopa  (OKC), abmaums  AB-y3nma  He  J0JDKHA
paccMaTpuBaThCsl B KAYECTBE PABHO3HAUYHOW AIbTEPHATUBBI MEIUKAMEHTO3HOMY
KOHTPOJIIO pUTMA. DTOT METOJ JICYECHUS MOXXET OBbITh NMPUMEHEH JIMIIh B TEX
cityyasix, Korjaa npu Hed((HEeKTUBHOCTH MEIUKAMEHTO3HOTO KOHTPOJISI YaCTOTHI HE
3G (HEKTUBHO WM HEBO3MOXKHO JIEKAPCTBEHHOE U HEMEAMKAMETO3HOE (CM. HIKE)
IPOTUBOAPUTMHUYECKOE JieueHHe. BhIOOp UMILIAaHTUPYEMOIo YCTpOWCTBa MoOCie
abmanmuu  AB-y3ma (OKC, OuBentpukyssipasiii DOKC uiaum uMILIaHTHPYEMbIN
KapJuoBepTep-AehUOPUIIIATOP) ONPENETIAeTCS HAIMYUEM U TSKECThIO OCHOBHOU
KapJualdbHOW TMAaTOJOTUHU, COKparutenbHor ¢Gyukuuen JIK, orcyrctBuem wnum
HaJJMYUEM CEpJIEYHOM HEIOCTAaTOYHOCTU U CTENEHBIO €€ BhIPAKEHHOCTH. OHAKO
BO BCEX JTHX CIydasx UMJIAHTHPYEMOE YCTPOMCTBO MODKHO WMETh (DYHKITHIO
YaCTOTHO-aIATUBHON CTUMYJISALINU 5KEITYJOUKOB.

MenukamenTto3Has mnpodwiaktuka peruauBoB DI (mapokcu3mManbHOW W
NEePCUCTUPYIOIIEH, TTOCIE KapAUOBEPCUH) Yallle UCTIOIB3YETCsl IPU HATUYUU SIPKO
BBIPQKEHHBIX CUMIITOMOB apUTMHH, KOTOpPbHIC IJIOXO MOJJAIOTCS YCTPAHEHUIO
CpeACTBaMM KOHTPOJISI YaCTOTHI CEPJICUHBbIX COKpaiieHuil. Takas mpoduiakThka
MPOBOJUTCS IIyTEM PETYJISIPHOIO JIUTEIBLHOIO NMPUMEHEHUS TpenapatoB | kimacca
(amnmanuuuH, nponadeHoH, aTanu3ud U np.) u Il knacca (amuomapoH, coraTod,
npoHenapoH). Jlo3bl mpenapatoB MpeacTaBieHbl B Ta0I. 1.

Cpeactea | kjmacca mpOTHMBOIIOKa3aHbl  OOJNBHBIM  CO  CTPYKTYPHBIMHU
3a00JIeBaHUSIMH  CEpAIla, CO CHIDKCHHOM CHCTONMYECKONM (QYHKIHMEH JIEBOTO
x)enynouka (ppaknus BeiOpoca sieBoro skemyaouka 40% u MeHee), ¢ JHOOBIMH
MPOSIBJICHUSIMU  CEPJICYHON HEJAOCTaTOYHOCTH, a TakkKe TMpu runeprpoduu
MHOKap/1a JEBOTO XKeIyI04Ka, npesbinatomend 15 MM o nanasiM Ox0-KI'. Te xe
OTpaHWYCHUS, WCKIIOYas TUNEPTPO(UI0, PACIPOCTPAHAIOTCS HaA JIPOHEIAPOH.
JlpoHenapoH HE JOJKEH NPUMEHATHCSY MPU NEPCUCTHUPYIOIIEM U XPOHUYECKOM
teueHun OII kak cpeACTBO MIUTEIBHOIO KOHTPOJIS YaCTOTHl pPUTMa KETy0UYKOB.
Cotanoyi He JOJDKEH MPUMEHSTCS NpPU HAJIUYMKM BBIPAKEHHOW TuUIepTpoduu
MHOKAapAa, XPOHWUYECKOW  CEPACYHOW  HEAOCTATOYHOCTH U  IMOYECUHOM
HEJJOCTATOYHOCTH. EIMHCTBEHHBIM MpenapaToM, pa3peli€HHbIM K IPUMEHEHHIO C
nenbto  npodunaktukn  peruauBoB DIl y  OONBHBIX  HEIOCTATOYHOCTHIO
KpOBOOOpAIIIEHHs SIBJISETCS aMUOAApOH. B OCTalbHBIX CllydasX aMHOJApOH HE
JIOJKEH HKCTOJB30BAaThCsl B KAadecTBE Ipenapara IMepBOTO BhIOOpa BCIEICTBUE
3HAYUTEILHOTO KOJIMYECTBA HECEPACUHBIN MOOOYHBIX A(D(PEKTOB.

[Tpn Herh(HEKTUBHOCTH AHTUAPUTMHUYECKON MPOPUIAKTUYECKON Tepanmuu Kak
MHUHUMYM OJHUM Ipenaparom [ wimm Il kmacca nis jnedeHus napoKCU3MaJbHOU
@I, compoBOXIAOLIEHCS TPYAHO NEPEHOCHMONW WM OOBEKTUBHO TSKEION
CUMIITOMATUKOW, B KA4yeCTBE aJbTEPHATUBBI MOXET OBITh HCHOJb30BaHA
Kamemephaa abnaayusa. B nopasisiomeM OONBIIMHCTBE CIy4YaeB IPOLELypa
abJalMy BKIIOYAET B c€0sl U30JIALMIO JETOYHBIX BEH, KAK OCHOBHOT'O TPEITEPHOIrO
daktopa DII, ¢ HCHOIB30BAHUEM PAAUOYACTOTHBIX WU KPUOTEPMHUUYECKUX
Bo3neiicTBuil. Eciin B mpouecce abisanuu JErOYHbIX BEH OYIyT BBISBICHBI MHBIC
ununuupytomue pakropsl OII (nanpumep HXT, skcTpacuctonus u3 noiabix BeH U
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JIp.), KaTeTepHOE BMEIIATENHCTBO JIOJKHO OBITh PACIIMPEHO U BKIIOYATH a0JIAIUI0
BCEX BHOBH BBIABJICHHBIX TpurrepoB @II. B ortnuume ot abnamuum npyrux ¢opm
HXT, sddexTuBHOCT KaTETEpHOW AECTPYKUMU Mpu mnapokcusmanbHol PII He
ctosib Bbicoka. Jlumb 50-60% O0MbHBIX UMEIOT CTOMKUNA CHUHYCOBBIM PUTM MOCIIE
OAHOKpaTHOM mnpoueaypbl U okono 70-80% nanueHToB - MOCHE MOBTOPHBIX
KaTeTepHbIX BMelarenbcTB. Hawnydmas s>@dekTuBHOCTh KaTeTepHo abianuu
pEruCTpUpyeTcs y JHI] MOJIoKe 65 nieT, 63 MPU3HAKOB OPraHUYECKOT0 MOPAKEHUS
cep/lia, TUIEPTOHUYECKOW OOJIE3HH W alHO3 CHA, UMEIOIIUX HOPMAJIbHBIA HIIU
HE3HAYMTEIbHO YBEJIMUYCHHBIN MepeIHe3aAHuI pa3Mep JieBoro npeacepaus (ao S50
MM 110 DXOKT). V 31X manueHToB KareTepHas abiaius MOKET pacCMaTPUBAThHCS
B KayecTBE IMEpBOr0 JTama MpPOTUBOApPUTMUUYECKOTO  JedeHus. [lpu
CHUMIITOMATUYECKON NEPCUCTUPYIOLIEH M JUIMTENBHO Iepcuctupyroment PII, kak
IpaBWiIO, TpPeOyeTcs paclIMpPEeHHOE KaTETEPHOE BMEIIATENbCTBO, I/1€ MOMHMO
M30JISALMY JIETOYHBIX BEH MPOBOAUTCS MOJAU(UKAIMS cyOcTpaTa apuTMHUHU B BUJIE
JMHEHHOW W/Wiu To4YedHou abmnaruu B mpeacepausx. [Ipu stom s dexTuBHOCT
KaTreTepHoil abnanuu (BKJItOYas MOBTOPHBIE MOMBITKH) CYLIECTBEHHO HUXKE, YeM
npu napokcuzmanbHoil @II u cocraBngeT — okono 40-50% st nepcucTupyroen
®II u 30-40%, nns qnurenbHO nepcuctupyromeit OII.

[TpoBenenue karerepHoit abnanuu no noBoay PII conpsKeHO ¢ BBICOKUM PUCKOM
TSDKEJBIX U MOTEHIIMAIBHO (DaTabHBIX OCIOXKHEHUH (10 5%), BKIIOYAsh UHCYIIBT,
TaMIIOHAAy CEep/lla, COCYIUCTBhIE OCJIOXHEHUs, Mape3 auadparmMaibHOTO HEpBA,
CTEHO3bl JIETOYHBIX BEH, NEPUKAPAUT U MPEACEPIHO-TUIIEBOIHBIE (DUCTYIIBI.
KpomMe Toro, nmpuOIM3UTENIFHO Yy KaXKJIOTO IIECTOr0 IMarueHTa mo JaHHeiM MPT
nocJie abjauu BBISBIAIOTCS OECCUMIITOMHBIE YMOOJIOTEHHBIE OYard B TOJIOBHOM
mo3re. B cBs3um ¢ atum karerepHas aOmamms DIl momkHA BBIMOTHATHCS
CIICLIMAIUCTAMHU, MMEIOIUMHU JIOCTaTOYHBIM OMBIT MPOBEACHUS MOJI00HBIX
BMEIIATENILCTB,  KOTOPbIE  CMOTYT  CBOEBPEMEHHO  JHAarHOCTUPOBATH U
KOPPUTMpPOBaTh BO3MOKHBIE OCIIONKHEHUS MPOLEAYPHI, a caMa oneparus J0JKHA
IPOBOJUTHCA B CHEUUATU3UPOBAHHOM MEJIMLMHCKOM LEHTPE Ha PEryisipHOU
ocHoBe. Ilepen mpunHsTHEM pelieHuss 00 MHBAa3MBHOM BMEIIATEIbCTBE MALMEHT
JOJKEH TOJYYUTh MOJHYIO M JOCTOBEPHYIO MH(POpPMALMIO O MOJIb3€, PUCKAX U
albTEPHATUBHBIX BO3MOXKHOCTSX JieueHust DI1.

VY 00JbHBIX, HAMPABIIEMbIX Ha XUPYPIHUECKOE JICUEHHE CEpACUHON MaTOJOTUU
(3aMeHa KJIamaHOB, AOPTOKOPOHApHOE IIYHTUPOBaHWE U Jp.), B KadyecTBE
JOTIOJIHUTEIIBHOTO BMEIIATEICTBA MOXKET BBINOJIHATHCS onepauus «/Iadupunmy,
MPEANoaramiias XupypruouecKyro H30JSIHI0 JIETOYHBIX BEH U (hparMeHTaIUIo
MUOKapaa o00uX IpencepArii mpy MOMOIIM T.H. TEXHUKU «pa3pe3a W IIBay, WId
UHIMPAONEPAYUOHHASA KamemepHas adnayusn C UCII0JIb30BaHUEM
pPaIMOYaCTOTHBIX, KPUOTEPMUYECKUX WM MHKPOBOJHOBBIX  BO3JICHCTBUIA.
Xupypruueckue Mmetoael JjedeHus DI mo3BossaroT obecnednBaTh Ooliee
HAJCKHBIH  KOHTPOJIb pPUTMAa TMPU  NEPCUCTUPYIOWIEH U JJIUTEIBHO
nepcuctupytomed @I (B 70-90% ciyyaeB B OTHAJIEHHOW MEPCHEKTHUBE), IO
CPaBHEHMIO C PEHTTECHAHI0BACKYJISIPHBIMU KaTETEPHBIMU BMENIaTeILCTBAMU. B TO
e BpeMs, HHTPaoNepallMOHHbIE KaTeTEPHbIE BMEIIATEIbCTBA COMPSIKEHBI ¢ OoJiee
BBICOKMM PHUCKOM OclIOkHEeHHH (110 6-10%).
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1.4.3. Tpenemanue u Quopunnayua npeocepouii npu CcuHoOpome
Bonavgpa-Ilapkuncona-Yaitma.

Hanuuue cunapoma Bonbda-ITapkuncona-VYaiita (BITY) noBsimaer BeposiTHOCTb
BO3HMKHOBEHHUSI y OOJBHBIX MApPOKCU3MOB (DUOpWILISALIMM ¢ TpeneTaHus
npencepauii. Kpome toro, Hanu4yue JOMOIHUTENBHOTO mipoBojsiero mytu (II1IT)
pemaronmM o0pa3oM CKa3bIBaeTCsl Ha XapakTepe 3JEKTPOKapAUOrpapUuUYecKux U
KIIMHUYECKHUX MPOSBIECHAN 3TUX apPUTMHUM.

1.4.3.1. IlTaTtodpusnosiorusi, IMArHOCTUKA, KIMHUYECKHUE MPOSBJICHUSA

Y OonpHbix ¢ cuHapomoMm BIIY Bo Bpems Tpenetanuss u (GuOpmLIAINAA
Opeacepauil  NpPOBEJEHUE  UMIIYJIBCOB  Ha  KEIYJOYKHM  MPOUCXOIUT
npeumyniectseHHo no Il (myuky Kenra wnum BonokHam Maxaiima) v Julib
YaCTUYHO - MO0 HOPMAJIbHOM NMPOBOIALIEH CUCTEME cepAua. B cBsA3u ¢ 3TUM npu
GuOpWILIAUMU Tpelceparil KEyT0YKOBbIE KOMIUIEKCHl BCErJa HEPUTMHUYHBI,
nedopMupoBaHbl U paciidpeHbl. B psge ciiydaeB (0COOEHHO 4acTO MpU HATUYUU
BOJIOKOH  Maxaiima)  MOXET  OTMEeYaThCsl  pa3jiMyHas  BBIPAXKEHHOCTh
peaBO30YKACHUS KEITyJOUKOB: Tociie KopoTKux RR umHTEpBanoB orMmeuaercs
OosblIee pacupenue u aepopmanus komruiekcoB QRS, yem mocie ImuTenbHbIX
RR wuntepBanos. [lpu Tpeneranuu mpeacepanii puTM KeIyJOUYKOB MOMKET ObITh
MPaBWJIbHBIM WJIM HEMPABWIbHBIM B 3aBUCUMOCTH OT KPAaTHOCTH IMPOBEICHHUS I10
AIIIL. TIpu Tpenetanuu npeacepauil ¢ npoBeaeHnem Ha xenyaouku no JIIT 1:1 —
2:1, kak mpaBWIO, HUMEET MECTO HJCHTUYHAs AaKTUBALUsl KEIyIOYKOB,
OPOSABISIONIASC ~ MOHOMOP(GHBIMU  Je(hOPMHUPOBAHHBIMH, YUIUPEHHBIMU
komiuiekcaMu QRS. Ilpu coxpaHsitoiieiics MoCTOSSHHOW KPaTHOCTHU MPEACEpaHO-
KEITyZJOYKOBOTO TPOBEICHUS BO3HUKAET 3JIEKTpOKapauorpapudeckas KapTHHA,
TpeOyromass mnpoBeAeHus aud@epeHuanbHOr0 JIUarHo3a ¢ KIACCHYECKOU
MOHOMOP(}HOI JKeTyJOUKOBOM TaxuKapaAueH.

VY 6oapHbIX ¢ cuHgpoMoM BIIY nononHuTenbHBIE MyTH NPOBEAEHUS HE TOJBKO
BIUSIOT Ha KOHUrypauuto komiuiekcoB QRS, HO M co3paroT JONOIHUTENbHBIE
BO3MOXHOCTH Il NMPOHUKHOBEHUS MPEACEPIHBIX HMIIYJIbCOB Ha >KEIyJI0YKH.
Putm xenmyno4koB BO BpeMsl TpeneTanus U GuOpWUISIUY Mpeacepauil y O0IbHBIX
¢ cunapomom BIIY omnpenensiercss GpyHKIMOHATBHBIMA CBOWCTBAMH aHOMAJIbHOTO
nyTH: 4eM Kopoue 3¢ pexTuBHbIN pedpakTepHblil nepuoy nyuka Kenra, Tem Bhiiiie
4acTOTa PUTMa KEIYJIOYKOB, KoTopass MoxeT nocturatb 300 u Oosiee B MUHYTY
(puc. 19). V manmeHTOB ¢ TpelNeTaHWEM Mpeacepauid MOTyT HaOII0aaThCs
nepuonasl AB-npoBenenus 1:1 ugepes JIIII. U3BectHbl cinydaun Tpancopmanuu
bubpuwisinuu  npeacepauii B QUOPWILIALIMIO  KETYJAOYKOB, UTO SBISIETCS
OCHOBHBIM MEXaHM3MOM BHE3aITHOW CMEPTH y OOJIbHBIX ¢ cuHIpoMoM BITY.
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[Tapokcusmbl Tpenetanuss ¥ GUOpWILIAIMK Tpeacepauil npu cuniapome BITY
UMEIOT KpailHe TsKeJble KIMHUYECKHe MposiBaeHUs. OHU 4YacTO MPOTEKAIOT C
KOJUTaricamMu, 0OMOpPOKaMH, KITHHUIECKON KapTUHON OCTAaHOBKH KPOBOOOPAIIECHNS,
4yTO TpeOyeT MPOBEAEHUS SKCTPEHHBIX PEaHUMAIMOHHBIX MEPOIIPUSITUH.

1.4.3.2. Jleuenue

bosbHpie ¢ cunapomom BIIY Hepeaxko crpagaroT Kak IAapOKCU3MaMHU
bubpmmsiiuu npeacepauid, Tak u npucrynamu [IOPT. Bepanmamun v AUTOKCUH,
UCIIOJIb30BAaHUE KOTOPBIX MOXET ObITh 3(P¢ekTuBHbBIM B oTHoweHuu [IOPT,
JOJDKHBI OBITh UCKJIIOYEHBI U3 IPUMEHEHMSI y NMAMEHTOB ¢ cunapomom BITY npu
HQIMYUM TapOKCU3MOB (PUOPWILISALIMM WIM TpemneTaHus Mpeacepaui. OTu
npenaparbl CyIIECTBEHHO YKOpauMBarOT 3((EKTUBHBIA pePpaKTepHBIM MHepuos
JIIII, 4uro, kKak OBUIO MPEICTABICHO BHIIIE, CIIOCOOCTBYET OIMACHOMY H JIaXKe
(daTasibHOMY HapacTaHHUIO YAaCTOThl PUTMa >KEIYJIOUYKOB BO BpeMs IpPEJCEpIHBIX
taxuaputMuil. Kpome Toro, y aTux G0JbHBIX HE JOJKEH MPUMEHSTHCS aJ€HO3MH,
KOTOPBIN CITIOCOOCH MHUIIMUPOBATHh PUOPIILISIIUIO TPEICEePAUi ¢ TPOBEICHUEM 10
JIII. Meronom BeiOOpa mipu JiedeHnn 00ibHbIX ¢ cuaapomoM BITY, cTtpanatomux
Gubpuianueit u TperneTaHueM npeacepani, susercs karerepuas admanus JII1.
[Tpn HEBO3MOXKHOCTH NpoBeAeHUs1 00NbHBIM KateTepHoit abmauuu 11T mokazana
JUIMTENbHAS JIEKAPCTBEHHAsA Tepamnus mnpenaparamu [ kimacca, npexae Bcero IC
kJjacca (3ranusud, nadpenon) wiu I knacca (coranos, aMMOIapoOH, 103bl YKa3aHbl
B TabmI. 1).
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1.5. MPO®UIAKTUKA W PEABUJIMTAIIAS BOJBHBIX C
HAJDKEJY TOUYKOBBIMU HAPYIIEHUSIMUA PUTMA
CEPIIIA

HamxenyoukoBele HapyllEeHUsT pUTMa CepAla, KakK TakKoBbIe, 33 PEAKUM
UCKIroueHneM ((GuOpWIIALMsS W/WIM TperneTaHue mpeacepauil y OONbHBIX C
cungipomom Bonbda-IlapkuHcoHna-Yaiita) He OTHOCUTCS K YTrpOKarolUM >KU3HU
aputMusiM. Tem He MeHee, HaTM4Yre HaJKETyJOUYKOBBIX HapyLIEHUH pUTMa cepua
MOKET ObITh OJJHUM M3 MEPBbIX MPOSBICHUNA KIMHUYECKU 3HAUMMBIX 3a00J1€BaHUN
CEpJIEYHO-COCYAUCTOM CUCTEMBI, YTO TpeOyeT MpPOBEACHUS UM KOMIUIEKCa
JMArHOCTUYECKUX HCCIeIoBaHui (aMOyJlaTOpHO WK cTanuoHapHo). I[Iporpamma
npoPHUIaKTHYECKUX MEPONPUATUI U peadmIUTaluu OOJIBHBIX c
HAJ[KETYI0YKOBBIMM HApYLICHUSIMU PUTMA CEPJLIA MPEKJE BCETO OMPEHENSIETCA
TSKECThIO OCHOBHOTO 3a00JIEBAHUS CEP/IE€YHO-COCYAUCTON CUCTEMBI.

Bonbiioe 3HaueHne UMeeT 0co3HaHue OOJIbHBIMM Ba)KHOCTH BEJIEHUS 370POBOIO
oOpaza km3HM W Moaudukanuu (HAKTOPOB pHUCKA BO3HUKHOBEHHUS U
MPOrPECCUPOBAHUS  CEPACUYHO-COCYAUCTHIX 3a0o0JieBaHUU (OTKAa3 OT KypeHus,
370yHnOTpEeONeHUsT  ajKorojieM,  MOAJAEpKaHUE  yMEpEeHHOW  Qu3muecKon
AKTUBHOCTH, PETYJSPHOE BBHIMOJTHEHUE (U3HUECKUX YIPaKHEHUH, KOHTPOIb
apTepuaibHOrO JaBJi€HUS MpPU apTepUATbHON THIEPTOHUHU, KOHTPOJb YPOBHS
caxapa KpOBM IpH CaxapHbIM Auadere, MojJiepKaHue HOPMaJIbHOW MacChl Tela,
J€YEHHE aIllHOd CHA, TOPMOHAJIbHBIX HAPYIICHUH, KOPPEKUUs YpPOBHSA
AIIEKTPOJIUTOB KPOBH H JIp.).

B nensx npodunakTUKy cOCyAUCTBIX OCIOXKHEHUHN MOCIE MPOLeaypbl KATETEPHOU
abjalMy 1O TMOBOAY HAJKEIYJIOUYKOBBIX HApYIICHUH pUTMA cepiia, OOJbHBIM
MOKa3aHO OrpaHuYeHHe (U3UYECKUX Harpy3ok B TedeHue 1 Henmenu. B ciyuae
OTCYTCTBHSI OCJIOKHEHUH II0CI€ BMEIIATEIbCTBA IMPOBEJICHUS CHELUUATbHBIX
peabUIUTALIMOHHBIX MEpONpUIATH He Tpedyercs. B ciydasx BO3HMKHOBEHMS
JTI0OBIX OCJIOKHEHUH TOCJe KaTeTepHOW abjanuu, B TOM YHCIE OTCPOYEHHBIX,
PEKOMEHJIOBaHAa  CKOpeHIuas  TrOCHHUTalu3alvs B CIELUAIU3UPOBAHHBIN
KapAMOJIOTHUECKUN/KapIUOXUPYPTUIECKUN  CTallMOHap Ui TMPOBEICHUs
HEOOXOAMMBIX JIEYEOHO-AUArHOCTUYECKUX MEPOIPUATHA.

1.6. MPUHIIATBI JUCIHAHCEPHOT'O HABJIIOAEHUS
BOJILHBIX C HAJDKEJIYJIOYKOBBIMY HAPYIIEHUSIMA
PUTMA CEPIIIA

bonbHBIE ¢ HADKENYNOYKOBOM  OKCTPACUCTOIMEW,  HAIKEIyJIOYKOBBIMU
TaxUKapAusIMHU, QUOPWUTIIIMEH ©W  TpemeTaHWEeM TNPEICepPArii, KOTOPHIM
MPOBOJIUTCSA TNPOPUIAKTUYECKAs] aHTHAPUTMUYECKAs WIH YpeXaromas pUTM
Tepanmusl  JOJDKHBI  TIOKM3HEHHO  HAOMIOMaThCs Y  Bpada-KapAauojora ¢
NEePUOJUYHOCTHIO BU3UTOB K Bpauy HE pexe 2 pa3 B rojl, U JIONOJHUTEIBHO MpU
YXYIIIEHUH COCTOSTHUS.

B cinywasx mpoBeneHus OOJBHBIM HADKEYyAOYKOBBIMU TaxXUKApAUSMU (KpoMme
GuOpWIIAIMKM W TpemeTaHusl TMpeACepnii) YCIENTHOW KaTeTepHON alijaruu
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MCTOYHUKA ApUTMUU U TPU OTCYTCTBUU OCJIOKHEHUH, CBSI3aHHBIX C JAHHOU
npoleaypoi, OoJibHbIE HE HYXIAIOTCS B  JaJdbHEWIIEM JAUCIHAHCEPHOM
HaAOJIIOICHUH.

bonbHble GuOpmLIALMEH W TpeneTaHueM MpeAcepauil Mocie HEOCI0KHEHHOU
KaTeTepHOM abyialiui U XUPYPruuecKoro jieueHus (onepauuu «J1abupuHT»/«MUHH-
JIabupUHTY») TOJKHBI MPOXOAUTh MEAMIIMHCKHE OCMOTPHI Yy Bpauda-kKapauosiora /
CEpIEYHO-COCYAUCTOr0  XUpypra / cHemuaiucra MO  SHIOBACKYJISPHOU
JMArHOCTUKE W JICYCHUIO JBAXKJbl B TEUYEHHE NEPBBIX O MecsieB HaOII0IeHUS,
nanee - 1-2 pasza B roJ.

bosibHBIE HAIKETYIOYKOBBIMU TaXHUKAPAUSMU IIOCIIEC OCJIOKHEHHOM KaTETEPHOMU
ablmanuyu WM XUPYPrHUUECKOro BMeENIaTeNbcTBa TpeOyloT 0oJiee TIATEIHHOTO
JUCTIAHCEPHOTO HAONIONICHHUS y Bpada-Kapauojora / CeplieYHO-COCYAUCTOTO
XUpypra / CIenuagrucTa Mo YHI0BACKYIIPHON TUarHOCTHKE U JICUCHHUIO, KPATHOCTD
KOTOPOT'O OMPEIENACTCS XapaKTEPOM OCIIOAKHEHHUS.

OO6cnenoBanue OONBHBIX C HAKETYIOYKOBBIMU HApYIICHUSIMUA pUTMa CepAlla BO
BpeMsl TUIAaHOBOTO aMOyJaTOPHOTO BHU3WTa K Bpauyy JOJKHO BKJIIOYaTh B ceOs
npoBeaenne OKI' B 12 oTBedeHuUsXx, a Takke KOHTPOJb OOIIEro u
OMOXMMHYECKOTO aHalu30B KpoBU. I[lemecooOpa3sHo mnpoBeneHue OOJbLHBIM
cyTouHOoro/MHorocyrounoro mouutopupoBanus DKI', DXOKI', a takxke aHanu3za
KpPOBHU Ha TOPMOHBI HIUTOBUIHOM eJie3bl HE pexe 1 pasza B roJ.

[Ipn yxyameHun coctosiHus (B cCiaydyae pEUUIUBUPOBAHUS CHUMITOMATHUYECKOU
apUTMUU, YXYAUIEHUS MEPEHOCUMOCTH XPOHHMYECKU CYIIECTBYIOLIUX apUTMUU,
IPU CHIDKEHUH PabOTOCTIOCOOHOCTH/ TEPEHOCUMOCTH (PU3NYECKUX HArpy30K, a
TaKk)K€ B CIy4YasX BbIBICHUS MPU3HAKOB MPOrPECCUPOBAHUS OCHOBHOI'O
3a001€BaHUsl CEPACUYHO-COCYAUCTON CHUCTEMbI Ha (POHE MPOBOIUMOIO JICUCHMSI)
OOJIbHBIM MMOKa3aHa BHEOYEPEAHAsl KOHCYJIbTallMs Bpaya-Kapiuosora Jisl peiieHus
BOIIpOCAa O I1EJIeCOO00pPa3HOCTH TOCHUTANM3alMd B  CHEHHAIU3UPOBAHHBIN
KapAUOJIOTHUECKUN / KapAUO-XUPYPTUUSCKUNW CTAIMOHAp JUIsl TPOBEICHUS
oOciieIoBaHus U JIEUECHHUS.

1.7. AHTUTPOMBOTHYECKASI TEPAIIAA Y BOJIBHBIX C
OUBPUWIJIALUEN ITPEICEPIUN

Pa3nen coctaBieH Ha OCHOBE peKOMEHIAIIH 110 TUAarHOCTUKE U JICYCHUIO GUOPUILIAIINU
npencepauii EBponeiickoro odmectsa kapauonoros 2010 u 2012 rr., Poccuiickux
pexomennanuii (PKO, BHOA u ACCX) 2012 r.

1.7.1. Cmpamugukayusa pucka uncyioma u mpomooiImoonui

Oubpwsiiuss - npeacepaunii  (OI) — camas  pacnpocTpaHeHHas dbopma
HapylIeHUH pUTMa cepAlla, Haubojee TpO3HBIM OCIO0XKHEHHEM, KOTOpOM
SABISIIOTCST  TpoMOo3aMmOonnueckue ocioxuenus (T3), cpenu kotopeix B 91%
CIIy4aeB BCTPEUYACTCS umeMuueckud uHCynbT (MU) kapanosMOonmdeckoro
npoucxoxnaenus. Ecnmu o0beananuth Beex OombHbiX  DII, To puck UN/TD y Hux
yBEIMYEH B 7 pa3 IO CPABHEHHIO C JMUAMHU TOM € BO3PAaCTHOM TI'pYyIIIbI,
UMEIOIIUX CUHYCOBBIN puTM. B Hanbombiiel crenenu (B 17,6 pa3a) puck UHCYJIbTa
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U TpoMO03MOonuii moBblieH y OosbHbIX ¢ DIl M mopakeHWeM KIIallaHHOTO
ammapata cepaua, Ho u 'y OonpHbIX ¢ DIl Ge3 mopakeHus: KJIalaHHOTO ammapara
cepaua (B ganpHeieM He kinanaHHas @II) puck uncynsta u CO yBenuueH B 5,6
paza. MmeMuyeckuil MHCYJIBT MPEACTaBIAECT COOOM HE TOJBKO MEIUIMHCKYIO, HO
U COLIMAJIbHYIO MPOOJIeMy, TaK KaK 4acTO MPUBOJUT K CMEPTH WIIM CTOMKO.

1.7.1.1. CymecTByomme MoAX0Abl K OLlCHKE PUCKA HHCYJIbTA.

Jlns amekBaTHOM MpoUIaKTHKUA TpoMOosIMOonuiit y 6onpHOTO DII upesBrruaitHO
BAXXHO TMPAaBUJIBHO OLEHUTh PHUCK TPOMOOIMOOIMYECKOTO  OCIOKHEHUS.
BrisiBieHME  KIMHUYECKHMX IIOKa3aTesed, CBSI3aHHBIX C PUCKOM HHCYJIbTA,
CIoCcOOCTBOBAJIO pa3paboTKe IIKajl MO OLEHKE pucka ero pasButusa. Hauboiee
IPOCTOM W YNOOHOHM IJis MPaKTUKYIOIUX Bpadeil noiroe Bpems ObLIa IIKaia
CHADS; (Cardiac failure, Hypertension, Age, Diabetes, Stroke (doubled), B
OCHOBE KOTOpPOH JEKUT OanbHas OleHKa (PaKTOPOB pHUCKA. 3a HATUYHME KaXI0TO
¢dakTopa prucka NPUCBAUBAIOTCS OAJIbl, KCTOMMOCTHY» XPOHUYECKOW CEepIAeHHOMN
HEJOCTATOYHOCTH, apTEPUAIBHOM THUIIEPTOHWH, BO3pacTa B 75 JIET WM CTapuie u
caxapHoro nua0era olleHUBajlach B 1 Oaj, a HaJIMYKUE UIIEMUYECKOTO UHCYJIbTa
WIM TPEXOJSAIIEro HapylleHUs MO3rOBOr0 KPOBOOOpaIlleHHsS B aHaMHE3€ B 2
Oamna. Ilonp3ysch NaHHON CXeMOW CTpaTU(UKALMK pUCKA JIETKO MOJICYUTATh
KOHKPETHYIO CYMMY OQJIJIOB y KaxA0ro OOJIBHOTO M ONPENEIUTh PUCK UHCYJIbTA.
CymMa 6aiioB paBHasi IByM U BBIIIIE YKa3bIBajia Ha BICOKUM pUCK MHCYIbTa U CO
¥ HE0OXOIMMOCTh HA3HAUYCHUSI AHTUKOATyJISTHTOB.

Hecmotpst Ha mpoctory m ymooctBo mkamsl CHADS, oueBugHO, 9TO OHa HE
BKJIFOYAET LENbIA PsAJl pacrpocTpaHeHHbIX PP, acconMMpOBaHHBIX C HHCYJIBTOM,
TaKUX KaK aTEepOCKJIEPOTUYECKOE MOPAKEHHUE COCYJI0B, BO3PACT =65 JIET, KEHCKUI
1I0JI, OTHEJIHOE BBIAEJIEHUE Bo3pacta crapuie 75 ner. O4YeBUAHO, YTO y MHOTHMX
NAlMEeHTOB, MONAAAIIMX B rpynny “Hu3koro pucka” no mkaie CHADS; (cymma
6amoB = (), peaibHasi 4aCTOTa MHCYJIbTA CYIIECTBEHHO BBIIIE U cymMMa B «(0» OasioB
no mxkaie CHADS, He mo3BosileT JOCTOBEPHO BBIABIATH nNarnueHtoB ¢ DIl u
“uctuHHO  HU3KkUM  puckom”. Iloatomy B 2010 romy mkamy CHADS;
MoauduipoBanu, 106aBuB B He€ psa HOBbIX OP uHCynbTa. HOBas mikana oleHKH
pucka uHcynbTa nonyuria Hazsanue CHA,DS>-VASc u npencrasnena B Tadn. 4.

Tao6auua 4
dakTopbl pUCKAa TPOMO0IMO0JINYECKUX OCT0KHEHUH Yy 001bHBIX DIl U nX 3HAYNMOCTH
B 0aJax

XCH/muchynxkmus JIK
ApTepuanbHasi THIEPTOHUS
Bo3spact> 75 ner

Jnabet

NN/TUA/TD B anamHe3e

N = N = =
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Cocynuctoe 3aboneBanue (IM B anamuese, AITAHK, Ab B aopre) 1

Bo3spact 65-74 ronga 1
Kenckuii o 1
MaxkcrManbHO BO3MOKHOE KOJIMYECTBO 0aIOB 9

Pesynbratel npoBepku mikansl CHA2DS,-VASc B MHOrouucineHHbIX Koroprax
OOJIBHBIX CBUJIETENBCTBYIOT O TOM, YTO C €€ OMOIIBIO JIYYIlE BbISBIISIOTCS MAlUEHTHI
¢ @II u3 rpynnsl “UCTHHHO HU3KOTO PUCKA™ U HE XYK€ (a2 BOBMOXKHO U JIyUIIIE), UEM C
nomotpio Kkl CHADS,, uaeHTHQHUIMPYIOTCS TalMeHThl C BBICOKHMM PHCKOM
uHCyabTa 1 TO.

Cnegyer mNOAYEpPKHYTh, 4YTO CYIIECTBYIOT M  JpyTH€  IOKa3aTelH,
ACCOLIMMPOBAHHBIE C BBICOKUM pPHUCKOM HHCyJdpTa M CD y OonbHbiXx ¢ DI
(cuctonuueckass JaUCHYHKIUS JDK  cpenHeTshkE€NnoW CTENEeHWu N0 JaHHBIM
nByxmepHor OXO-kapauorpapuu, a TakKe OIpeAeNseMble C MOMOUIBIO
ypecnuiieBogHor D XO-kapauorpaduu: Tpom603 JIIT u ymka JIII, ocnoxHEHHBIE
OJMIIUKM B aOpTE€, BBICOKAs CTENEHb CIOHTAHHOTO 3SXOKOHTPACTUPOBAHUS,
ckopocTu KpoBoToka < 20 cMm/cek B yiuke JIIT).

1.7.1.2. Ouenka pucKa KpoBOTCYEHM.

OcHOBHOM MPOOJIEMON B JUIUTENLHON aHTUTPOMOOTHUECKON TEPANUU SBIISIOTCS
reMOpparudecKue OCJI0KHEHMsI, KOTOPbIE MOTYT CBECTH HA HET BCE IIPEUMYILECTBA
OT aHTUKOAryJsiHTOB y OonbHbiX ¢ DIl TlosTomMy mpw NpUHSATHM  pEHICHHS O
nporIakTuke  TPOMOOAIMOOJIMYECKUX  OCIIOKHEHUH  HEOOXOJMMO  OIEHUTH
COOTHOIIEHHWE PUCKOB HMHCYJNbTa M KPYNHBIX KPOBOTEYCHHUH, OCOOEHHO
BHYTPUYEPEIHBIX,  SBIIOIIMXCA  HauboJiee  ONMAacCHbIMH  OCJIOKHEHUSMHU
AHTHKOATYJITHTHOW Tepanuu, CIOCOOHBIMU BBI3BATh MHBAIUIHOCTD U JIA)KE CMEPTh
NAlMEHTA.

JUis oueHku pucka kpoBoredeHuid y OosbHbIX DIl skcmepThl npennararor
ucnonb3oBarh mkany HAS-BLED (tabn. 5), Tak kak oHa Obula MpOBEpEeHa B
HECKOJIBKMX  HE3aBUCHUMBIX KOroprax M  IPOJAEMOHCTPUPOBAlA  HEIUIOXYIO
KOPPEJSILUIO C PUCKOM BHYTPUYEPENHBIX KPOBOTEUEHUI.

Tab6anna S.
Nupekc pucka kpoBoreuenniit HAS-BLEED

byksa* KnuHMYecKas XapaKTepUCTHKA” UYucno 6amioB

H ['uneproHus 1

A Hapymenne Gpynkimy nedeHu win movex (1o 1 1 v 2

6amy)

S NHCcynbT 1

B KpoBoreuenue 1

L Jlabunsnoe MHO 1

E Bo3spact >65 ner 1

D JlexapcTBa MM ankorossb (mo 1 Gamty) 1 nmm 2

Makcumym 9 6amios

* IlepBble OYKBBI AHTTIMHCKUX Ha3BAaHUM
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#* «H» - Tunepronus — cucronudeckoe AJ] >160 MM pT. CT., «A» - HapylIeHHe QYHKIUH T0YeK
WIN TIeYEHH: JUaln3, TPAaHCIIAHTALs TIOYKH WIIM CBIBOPOTOUHBINA KpeaTuHUH >200 MMOJIB/IT;
XpOHHUYECKOE 3a00JIeBaHUE MEUEHU (HAIpUMeEp, LIUPPO3) WK OMOXUMUYECKUE TPU3HAKU
CEpbEe3HOTr0 MOpPaKEeHUs MEeUeHU (HarpuMep, ypoBeHb OMIupyOrHa 1o kpaiiHeil Mepe B 2 pasa
BBIIIIE BEPXHEH IPaHUIBI HOPMBI B COUYETAHHUH C TIOBBIIICHUEM aKTHBHOCTH
ACT/AJIT/menouynoit pocdarassl Oosiee ueM B 3 pa3a 10 CPaBHEHMIO C BEpXHEW IpaHULIeH
HOPMBI | T.JI.), «S» - HHCYJIBT B aHaMHe3¢; «B»— KpoBOTeUeHHE B aHAMHE3€ W/WIIH
HpeapacioiIokKeHHOCTh K KPOBOTEUEHHUIO, HATIPUMED, FeMOpparn4eckuii Auates3, aHeMus U T.11.,
«L» - nabunmsHOoe MHO — HecTabunmsHOE/BBIcOKOe MHO nmm <60% w3mepennit MHO B
npezenax HeyieBoro auanasoHa, «E» - Bo3pact crapie 65 net, «D»- nekapcTBa/alKoroib —
COITy TCTBYIOIIIMI MPHEM aHTHTPOMOOIIUTAPHBIX, HECTEPOUIHBIX IIPOTUBOBOCIAIUTEIEHBIX
npenapathl, UM 3JI0yIOTPeOICHUE aJIKOTOJIEM.

OuneHka puCKa KpOBOTEUEHHI pexkoMeHayeTcsa y Bcex OonbHbIX PII mepen
HAYaJIOM aHTUKOArystHTHOU Tepamuu. Cymma Oamnos no mkane HAS-BLED>3
yKa3bIBa€T Ha BBICOKMI PHUCK KpPOBOTEUEHHH, HO HE O3HAYaeT, YTO HY>KHO
OTKa3aTbCd OT AaHTHKOAryJsaHTHOW Tepanuu. llomoOHbIE MalMeHThl TPeOYyrOT
BbIOOpa Oojiee 0€30MacHOTO AHTUKOArYJISIHTA W MNPUCTAIBHOTO KOHTPOJS 3a
NOTEHUMAJIbHBIMA UCTOYHUKAMU KPOBOTEUEHHUM.

1.7.2. Aumumpombomuueckue npenapamul

MHOTroUNCIeHHbIE KIMHUYECKUE HCCIEIOBaHMUs YOEAUTEIbHO MOATBEPANIN
3¢ pexTuBHOCTh aHTUTpOMOOTHYECKON Tepanuu y OonbHbIX ¢ DII. B HacTosiee
BpeMsl OCHOBHBIMH AHTUTPOMOOTHYECKMMH TMpemnapaTtaMu Uisi TpOdUIaKTUKA
UHCYJIbTa W CHUCTEMHbIX SMOomuid y OonpHbIX DIl sABIAIOTCS NEepopaibHbIE
aHTUKOAryJasHTel. K HUM OTHOCSTCS aHTaroHucThl BUTamMuMHa K U HOBbIE
nepopaibHble AHTUKOATYJSHTHI - [EPOPANbHBIA HMHTUOUTOp TpPOMOMHA -
naburaTpaHa STaKCWIAKT (Jajee NI KPaTKOCTH JaburatpaH) U MHTHOMTOpPHI X
dakTopa (anukcabaH, puBapokcabdbaH, 310kcadbaH).

1.7.2.1. AHTUTPOMOONMTAPHBIEC Mpenaparbl (AUETUJICATUIUIOBAS KHCJIOTA,
KJIONUA0TPe)

D¢} exTUBHOCTD alETUIICATHIIMIIOBON KHUCIOTH (acCupuHa) B NMPOHUIAKTUKE
WHCYJIbTa HEBBICOKA, IpyU  3TOM PHUCK KpPYMHBIX (M BHYTPHUYCPEITHBIX)
KPOBOTECUCHMI Ha (OHE TIpHeMa aCTIMPUHA CYIIECTBEHHO HE OTIMYAETCS OT PHCKA
reMopparvii mMpyu MCIOJb30BaHUU TIEPOPATBHBIX AHTHKOATYJISTHTOB, OCOOCHHO Y
MOXKHIJIBIX MAIUCHTOB.

[Tpumenenue KOMOWHAIIMM  JIBYX aAHTUTPOMOOITUTApHBIX  IIPErmapaToB
(aLeTUICATUIIMIIOBOM  KUCJIOTHI W KIIOMHJOTPENa) B COOTBETCTBUH C
COBPEMEHHBIMH PEKOMEHJIAIIMSAMU OTPAHWYEHO TPYIION OOJBHBIX, KOTOPHIE B
CUTIIy pa3HBIX OOCTOSTENIHCTB OTKA3BIBAIOTCS MPUHUMATh JIOOBIC TEpOpaIbHBbIC
anTuKoaryissHTel (ABK 1 HOBBIEC TIepopasibHbIC aHTUKOATYJISIHTHI).

1.7.2.2. Auraronucrtbl BUTamMmuua K

CornacHO TpPUHIMIAM JI0KAa3aTEIbHOW MEIUIIUHBI, OJHUMU W3 OCHOBHBIX
npenaparoB s TPO(YHIAKTUKYA UHCYIIbTa U CUCTEMHBIX TpoMOoaIMOonuii mpu DI
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sBisitorcst antaroHuctel ButamuHa K (ABK). Mera-ananu3 6 wuccienoBaHuid,
BurrounBIAd 2900 GonmbHbIX DII, BBISBHI CHUXEHUE OTHOCHUTEIBHOTO DPHCKA
uHCyJbTa Ha 61% npu ucnosb3oBaHuM BaphapuHa. Yactora reMopparuii B rpyIie
Bap(papuna cocranisiia 0,3% B rox npotus 0,1% 3a roa B rpymie miamneoo.

[{enecoobpa3HocTh ucnosib3oBanus antaronuctoB Butamuda K (ABK) cnenyer
paccmatpuBath y OonbHbIX ¢ DIl mpu HanuuuM, MO MEHBIIEH Mepe, OJHOIO
dakTopa pucka TpoMOOIMOOIUYECKUX OCNIOKHEHUH. [Ipyu MpUHATHUU pelieHus O
HazHauennun ABK crnemyer ocymecTBUTh TIIATEIbHBIM IMOUCK BO3MOMHBIX
POTHUBOIIOKA3aHUMN U YUECTh MPEANOYTEHUSI OOIBHOTO.

N3 antaronuctoB ButamMuHa K mnpenmnoyreHue ciieyeT OTAaTh MPOU3BOJAHBIM
KyMapuHa (BapdapuH, alleHOKyMapoJl), KOTOPbIE M0 CPABHEHHIO C TIPOU3BOIHBIMU
WHIAHAWNOHA HMEIOT TMpeuMyliecTBa B  (papMakoKMHETHKE, obecreunBas
npeackasyeMblii u  Oosiee CTaOMJIBHBIA AHTUKOATYJSIIHUOHHBIM 3¢ ¢dekT npu
mtenbHoM mipueme. [IpousBonnbie mHAaHAMOHA ((PEHUHANOH) pacCMaTPUBAIOT
JIMILIb KaK albTEPHATHUBHBIA MpenapaT MNPy HENEPEHOCUMOCTH WIIM HEIOCTYITHOCTH
npenaparoB KyMapuHOBOTO psijia.

Ha3znauenue mroboro anrtaronucra ButamuHa K Tpebyer o00s3aTeIbHOIO
KOHTPOJISL MEXKIYyHApOAHOro HopMmanu3zoBaHHoro otHoweHus (MHO) kak Bo
BpeMsi Mo00pa MHAWBUIYAIbHOW J103bI Mpenapara, Tak U Ha MPOTSHXKEHUU BCETO
nepuojia JedeHus. B HacTosee BpeMs YpPOBEHb AHTUKOATYJALMH TpPU
NPUMEHEHUN AHTAaroHUCTOB BUTamMuHa K oOlleHMBaIOT Ha OCHOBAHHMM pacuéra
MHO. [Ins npoduiakTUKK UHCYIbTA U CUCTEMHBIX TPOMOOIMOOIINN Y OOJBHBIX C
®Il ©Oe3 mopaxenuss kianaHoB cepana 1eneBoe  MHO  paBuo 2.5
(tepaneBTHueckuit auanazon ot 2,0 go 3,0). Ilpm »>TOM 1uamna3zoHe
obOecrieunBaeTcsi  ONTHUMAJbHBIA  OamaHc  Mexay  d(PQPEeKTUBHOCThIO U
0€30MaCHOCTHIO JIEYEHUS.

CrapmapTHBIA anropuT™M mojadopa Tepanuu BapdapuHa TpeOyeT HazHAUCHHS
HACBIIIAIOMIEW JO3bl C JAJBHEMIIMM TUTpOBaHUEM ee noxa KoHtponem MHO no
ONpEeNEeNCHNs] WHAMBUAYaIbHOW ToaAepkuBatomeit. CraproBasi HacChIAKOMIAS
J103a COCTaBIISIET S - 7,5 MT.

Menbiiass Hacebimaromas jao3a BapdapuHa (MeHEe S5 Mr) MOXKET ObITh
peKoMeHI0oBaHa OoJbHBIM cTapiie 70-Tu JieT, UMEIOUIUM CHI)KEHHbIE Maccy Tella
U COJepiKaHue Oesika CHIBOPOTKH KPOBH, a TAKKE MPU SIBJICHUSAX MMEYEHOUYHON HIIU
MOYEYHON HEJOCTATOYHOCTHU, HAPYIIEHUH (QYHKIMK UIUTOBUAHOU >KEJE3bl,
CONMYTCTBYIOIEH Tepanuyd aMHUOAAPOHOM M B PaHHEM IOCIIEONEPALMOHHOM
nepuoje. [Ipodunakruka uacynasTa ¢ nmomombio ABK cunrtaercs sddexTuBHOMH,
ecnu npoueHt uzMmepenuii MHO, nomaBmmx B TepaneBTUYECKH TUana3oH y
Kax1oro 0osbHOTO, TipeBbimaeT 60%. TepaneBruueckue 3naueHuss MHO moimkHBI
JOCTUraThCs y BCEX MALMEHTOB, BKJIKOYAs JIMILL IOKUIOTO BO3pPACTA.

YyBCTBUTENBHOCTh MAlMeHTa K Bap(apuHy 3aBUCHUT OT (apMaKOTEHETHUECKHUX
0COOEHHOCTEH, B YaCTHOCTH OT HOCUTENIHCTBA MOTMMOP(PU3MOB I'€HOB LIUTOXPOMA
P450 2C9 (CYP2CY9), koHTpoiupyrouiero mMeradbonusM BapdpapuHa B NEYEHU U
koMmiiekca 1 Butamun K snokcun peaykrasbl (VKORC;) — MOJEKYJIbl-MUILIEHU
aHTaroHucToB BuTaMuHa K.
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HocurensctBo paznnunbix reHOTUIIOB CYP2C9 u VKORC' 0Ka3bIBaIOT BIUSHUE
Ha TOTPEOHOCTh B CYTOYHOW 03¢ BapdapuHa, U AaCCOIHMHPYETCS C PUCKOM
KPOBOTEUYEHHUM. HocurenbcTBo MOJIMMOP(U3MOB, MOBBILIAIOIIUX
YyBCTBUTEIBHOCTh MALlMEHTa K Bap(dapuHy, HEPEAKO B €BPONEHCKOMN MOMYJISLNH,
Y OHM MOT'YT COYETaThCH.

EBponelickue 53KCIEepThl CUUTAKOT, YTO PYTMHHOE TE€HOTHIUPOBAHUE NEPEN
HaYyaJIoM Tepanuu BapdapuHoOM He TpedyeTcs, Tak KakK 3aTpaThl HA UCCIIEIOBAHUE
bapmakoreHeTHKM BappaprHa HE OKYIAIOTCs y OOJIBIIMHCTBA O0NbHBIX. OHAKO,
3aTpaThl MOTYT OBITh OINPaBJAHHBIMU Yy TMAIIMEHTOB C BBICOKUM PHUCKOM
KPOBOTEUYEHH, HAYMHAIOIMX JIECYEHUE aHTaroHucraMy Buramusa K.

B despane 2010 r. FDA B CIIA cowia HEOOXOIUMBIM BHECTU JIOMIOJIHEHUE B
UHCTPYKLHMIO 1O TNpPUMEHEHHIO BapdapuHa, OTpa)karouiee 3aBUCHUMOCTh
MOIJICP>KUBAIOIUX 03 Tpermapata OT HOCUTENIbcTBa noaumopdusmoB CYP2CY9 u
VKORC (Tabmn. 6). B cinyyasx, korna y 6onpnoro ¢ ®@II nzBectHs! noaumMophu3Mbl
CYP2C9 wm VKORC; , nna pacuéra IIEpCOHAIBHBIX HACBHIIIAKOMIEW U
nojJep KuBaroler 103 BapdapuHa MOXKHO ucrnosib3oBaTh anroputm B.F.Gage,
pa3meniéHHbIi Ha caiite www.warfarindosing.org.

Tab6auna 6.
Pexomenagauuu FDA no BesiMuMHAM NOJAEPKUBAIOIIMX 103

Bap(papuHa B 3aBUCMMOCTH OT HOCUTeIbcTBA NotuMop¢usmoB 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 Mmr |0,5-2,0 Mmr [0,5-2,0 MT

PesuctentHoCTh K Bapdapuny (morpedHOCTh 20 MT 1 OoJee I moAIep KaHus
TepaneBTuyeckux 3HaueHuii MHO) BcTpeudaercs penko (He Oosiee 1% oT Bcex
MPUHUMAIOIUX BapQapuH).

CamocrositenibHOoe  MoHuUTOpupoBanue MHO ¢ nomounplo  cnenualibHbIX
MOPTATUBHBIX aHAJIU3ATOPOB CUYMTAETCS BO3MOYKHBIM, €CIIM MAaLMEHT WIH TOT, KTO
0 HEM 3a00THUTCS, B COCTOSIHUU BBINOJHUTH HEOOXOAMMble MaHumyisuuu. [lpu
TOM Ba)XHO MPOUTH MpeBaPUTEIHHOE 00yUEHHE y CHEIUAINCTa U OCTABATHhCS B
KOHTaKT€ C BpauoM, a MpUOOpbI JJIsI CAMOCTOSITEIbHOIO MOHUTOpUpoBanuss MHO
JTOJIKHBI ObITh KAYECTBEHHBIMU U OTKAITMOPOBAHHBIMH.

1.7.2.3. HoBble nepopajibHbIe aHTUKOATYJISIHTHI

Hosble nepopanbubie anTtukoaryiasiutel (HITAKI') pensitcs Ha nBa kiacca:
psIMbIE UHTHOUTOPHI TPOMOUHA (aburarpaHa dTaKCHIIAT) U MPSIMbIE UHTHOUTOPHI
dakropa Xa (puBapokcabaH, anukcadaH, 30kcadbad ). B oTiudne oT aHTaroHucToB
BuTamMuHa K, ymeHbImaronmmx oOpa3oBaHME HECKOJbKHX BUTaMUH K-3aBHCHMBIX
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daktopoB cBepthiBanus kpoBu (Pakrops 11, VII, IX u X), HITAKT cenextuBHO
UHTUOUPYIOT TPOMOUH Ui Xa (pakTopsl CBEPTHIBAHUS KPOBH.

HoBble mnepopaibHble aHTUKOATYJSHTHI MPEACTABISIIOT COOOHM anbTepHATUBY
aHTaronucraM BuTamumHa K jang  npoduiakTMKu  TpOMOOSIMOOJIMYECKHX
ociiokHeHu# y OonbHbIX ¢ DIl HeknananHoro rene3a. HecMoTpst Ha Hamuuue y
HOAK omnpeneneHHbpIX mnpeumyniecTB (IpeacKa3yeMbli aHTHKOATyJISHTHBINA
3pdexkr 0e3 HEoOXOJUMOCTH TIOCTOSHHOIO KOHTPOJS 3a IOKa3aTessiMU
CBEPTHIBAEMOCTHU KPOBH, MEHbIIAsl CTENEHb B3aUMOJICHCTBUS C JIEKAPCTBEHHBIMU
npernapaTaMM M MUIIEBBIMM MPOAYKTaMM, OOjee KOPOTKUH IEPUOJ BbIBEACHUS,
Jdydiee cooTHomeHue A(G(PEeKTUBHOCTH U O€30MacCHOCTH), WX MPaBUIBHOE
IPUMEHEHUE B TIOBCEIHEBHO NMpaKTUKE TpeOyeT psija HOBBIX MOJIXO/I0B.

[Tpu BBIOOpPE MEpPOPAIBHOIO AHTUKOATYJISIHTA HAJ0 YUUTHIBATh CIEAYIOLIUE
(bakThI:

1. ITammenter ¢ @II, Bomenmmue B MCCICAOBAHMUS C HOBBIMU IEPOPAIBHBIMU
AHTUKOATYJISTHTAMU, PAa3JIMYAIUCh [0 PUCKY MHCYJIbTA, ONPEAEIIIEMOro MO LIKaje
CHADS:. IIpu 3TOM B HUCCIIEIOBAaHUH C PUBAPOKCAOAHOM PUCK MHCYJIbTA OKa3aJcs
BhIle (cpenuuit 6amn no mkane CHADS, coctaBun 3,5), ueM B UCCIEIOBaHUSIX C
anukcabaHoOM M JaburarpaHa 3TEeKCWIaToM (cpeaHuil Oayul mo mkajie B 00OMX
ciy4asix coctaBisui 2,1).

2. I1o >ppeKTUBHOCTH B OTHOILIEHUU CHU)KEHUS COBOKYITHOM 4acTOThI MHCYJIbTA
U apTepHalIbHbIX TPOMOO3MOONMH anukcabaH M JaburarpaHa 3TeKcuiaT B J103€
150 mMr 2 pasza/cyt mpeBocxonsaT BapdapuH, a 3¢h(HEKTUBHOCTh gabuTaTpaHa
aTekcuiaTa B go3e 110 mr 2 paza/cyT u puBapokcabana cpaBHUMA ¢ Bap(hapruHOM.

3. IlpeumymiectBo mnepen  BapapuHOM B OTHOIIEHUU  CHUIKEHMS
OTHOCUTEJIBHBIM  PUCK UIIEMUYECKOTO MHCYJIbTa/UHCYJIbTa HEYTOYHEHHOU
ATHOJIOTHH OTMEYEHO TOJIBbKO y Jaburarpana sTekcuiara B 1o3e 150 mr 2 pasa/cyT.

4. Tlpm ydere COBOKYNMHOH YacTOTHl KPYMHBIX KPOBOTEUYECHHUH OE30MacHOCTh
naburaTpana sTekcuiaTta B fo3e 150 mr 2 pasza/cyT u puBapokcabaHa cpaBHUMA C
Bap(apuHoMm, a anukcabana u paburarpana B jgo3e 110 mMr 2 pasa/cyt umeer
MIPEUMYIIECTBO Tepes] BaphapuHoM.

5. Illpu cpaBHeHuu ¢ BapdapuHOM HCMOJB30BaHUE O0EUX 703 Jaburarpasa,
puBapokcabaHa W anukcabaHa CONPSKEHO C 0oJjee HU3KUM OTHOCHUTEJIbHBIM
PUCKOM T'€éMOPpParuuyecKoro MHCYJIbTa U BHYTPUUEPEIHBIX KPOBOTEUEHUI; HAPSA LY
C 3TUM IIpU MUCIIONb30BaHUM AaOurarpaHa srekcuinata B go3e 150 mr 2 paza/cyT u
puBapokcabaHa IMOBBIILIAETCS OTHOCUTEIbHBIA PUCK KPYMHBIX KPOBOTEUCHHH U3
KEITYJOYHO-KAIIEYHOT0 TPAKTA.

[Tepen naznauenunem HIIOAK y OGompHOrO ¢ DIl HE0OXOAMMO OICHUTH
COOTHOIIIEHUE I0Jb3bl M PUCKA OT HA3HAYEHUs AHTUKOAryJSHTHOM Tepanuy, a
3aTeM BbIOpaTh KOHKPETHBIM  AHTUKOAryJIIHT, OCHOBBIBAsCh Ha HMEIOIIHUXCS
NOKa3aHUIX K €ro NPUMEHEHHIO, a TAKXKE ¢ YUETOM MpeAnouTeHnid nauuenra. [lpu
BbI0Ope HIIOAK BaXHO y4MTHIBaTh KIMHUYECKOE COCTOSIHUE IMALMEHTA, IPUEM
COMYTCTBYIOIIUX MEIMKAMEHTO3HBIX IpEenapaToB, HEKOTOpPbIE M3 KOTOPBIX HE
MOTYT OBITh UCHOJIb30BaHbl U3-3a HeOnaronpusTHoro B3aumoenicteus ¢ HITOAK.
Hepemien Bompoc O BO3MOXHOCTM IMPUMEHEHHS HOBBIX IEPOpPaJIbHBIX
AHTUKOAryJsHTOB Yy OYE€Hb IOXWIbIX [allUEHTOB C MHOIOYHCIEHHBIMU
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COMYTCTBYIOILMMHU 3a00J€BAaHUSAMH, MPUHUMAIOIINX PA3IHYHBIE JIEKAPCTBEHHbBIE
CPEICTBA, MJIOXO0 COOMIOAAIOIINX PEXHUM JICUCHUS, & TAKKE Yy OOJIBHBIX C TSHKEIOU
MOYEYHOM HEJIOCTaTOYHOCThIO (T.K. MOJOOHBIC OOJbHBIE HE BKIOYAINCH B
uccnenoBanust ¢ HITAKT'). JlaHHbIX, yKa3bIBalOIIMX HA MPEUMYLIECTBA OJHOTO
HITAKT Hang apyrum HeT, Tak Kak IpenapaTrbl HAIPSMYIO HE CPaBHUBAIUCH. TeM
HE MEHEe, HEKOTOpblE OCOOEHHOCTH KaXKJI0OT0 U3 TPEX HOBBIX aHTHKOATYJSHTOB, a
Takke UX 3((HEKTUBHOCTh B CPABHEHUU C Bap(PapUHOM CJENYEeT YUYUTHIBATH MPHU
BbIOOPE ONTUMAJILHOTO ISl KOHKPETHOTO 0OJIBHOTO AHTUKOATYJISTHTA.

1.7.2.4. IIpakTu4eckne cOO0pPaKEHUS] M KOHTPOJIb 32 0e30MACHOCTBIO NPH
JIeYeHHH HOBBIMH NEPOPATbHBIMH AHTHKOATYJISIHTAMHU

buonoctynHocTs U dapMakoKMHETHKA AaburaTpaHa W anukcabaHa HE 3aBHCST
oT npuéma nuiu. B Toxe BpeMst OMOAOCTYIHOCTh pUBapOKcabaHa yBEIMUUBAETCS
Ha 39% npu npuéme BO BpeMs €[bl, IO3TOMY JaHHBIM Mpenapar peKOMEHIyeTcs
IIPUHUMATh BMECTE C MHILEH.

Bce HITOAKT B TO# Wi MHOM CTENEHN BBIBOASTCS MOYKaMU (1aburaTtpaH 10
80%, anukcabaH U puBapokcadaH COOTBETCTBEHHO 10 27% u 35%), moaToMy Bcem
nanuentaM, npuaumMaromuM HITOAK, noka3an peryispHblii KOHTPOJIb (GyHKUIUU
nouek. J{ns 6onbHbIX ¢ HOpManbHOU QyHkuuen novek (KnKp >80 mu/mun) wnun
Jerkor modeyHor HepoctatouHocThio (KnKp 50-79 wu1/MuUH) KIHpEHC
KpeaTMHUHA CIEAyeT ompeaesssTh | pa3 B roa. Y NAUMEHTOB C YMEPEHHOU
noyeuHor HemocrarodHocThio (KnKp  30-49 mi/MuH) KiIMpeHC KpeaTMHHHA
CIeayeT onpenenaTs 2-3 pa3a B roj.

B3aunmoneiictBus HoBbiXx HITOAKI ¢ yacTto npuMeHsieMbIMHU JIEKAPCTBEHHBIMU
npernapaTaMy MpeacTaBieHbl B Tadbaue 7.

Taoauua 7.

JlekapcTBeHHbIe B3aumoeiicTBus M Bbioop 10361 HIIOAKT

[Ipenapar

JlaburaTpan

PuBapokcaban

Arnnkcaban

ATopBacTaTuH

+18%

He Bnuser

JIaHHBIX HET

Jwuroxcun

He Bauser

Bepanamun

He Bauser

JlaHHBIX HET

Junruazem

MuHUMaNbHBIA 3P PeKT
(MCTIONTE30BaTh C
OCTPO’KHOCTBIO IIPU
KJIMPEHCE KpeaTuHuHa 15 —
50 mu1/MuH)

JIaHHBIX HET

He Bauser

MunumanbHbd 3G deKT
(McoNb30BaTh C
OCTPOKHOCTBIO NPU
KJIMpEeHce KpeaTUHUHA 15 —
50 Ma/MuH)

+ 40%

XUHUIUH

+ 50%

+ 50%

JIaHHBIX HET

AMHOIapOH

+12-60%

MunumanbHbIi 3p ekt
(ucmonb30BaTh €
OCTPO’XKHOCTBIO IIPU
KJINPEHCEe KpeaTnHuHA 15 —
50 Ma/MUH)

JIaHHBIX HET
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Hponenapon JIaHHBIX HET JIaHHBIX HET
Keroxonazo,
Ntpakonason,
BopukoHnasoun
DIrOKOHA301 JlaHHBIX HET + 42% (mpu JlaHHBIX HET
CUCTEMATUYECKOM
MIPUMEHEHUH )
Hukmocnopun JlaHHBIX HET
Takponumyc

Knapurpomunus, |+ 15 -20% JlaHHBIX HET
DPUTPOMHUIIH

HNurunéuropsr
npoTteas
(puToHaBHp)
Pum¢pamnumu,
Kap6amasenuH,
deHnTouH,
®enobapOuTan
AHTanuuanl - 12-30% He Bnuser JIaHHBIX HET
UHTHOUTOPBI
MPOTOHHOM
HIOMITBI,

H> perrentopon)

[Tpumeuanue: Oenblil IIBET — M3MEHEHHUE J103bl HE TpeOyeTcs; KpacHBIM IBET — MPUMEHEHUE
IIPOTUBOIOKA3aHO; OPAHKEBbIN I[BET — PEKOMEHYETCsl CHUKEHHE 103bI (aburatpan co 150 mr
4 2 pa3za B aeHb 0 110 mr u 2 pasa B neHb, 1715 puBapokcadbana ¢ 20 mr x 1 pas B neHs a0 15 mr
x 1 pa3 B neHs, A1 anukcadaHa ¢ S Mr X 2 pa3a B JIeHb /10 2,5 Mr X 2 pa3a B JICHb); KEJIbIH [BET
— BO3MOXHO CHW)XEHHE J103bl, €CIM MMEIOTCS TaKHUe JONOJHUTENIbHBIE (DAKTOpPhl pPUCKA
KPOBOTEUECHHI, KaK HapylIeHne (PyHKIIMHA OYeK, BO3pacT crapiie 75 ner, Bec Hmxke 60 Kr

HoBrie mepopanbHble aHTUKOAryJsiHTH, B oTiaumune oT ABK, He TpeOyror
noxdopa O3Bl 1O pe3yjibTaTaM CHeNU(PUUIECKUX KOaryJsIMOHHBIX TECTOB.
Hecneunduueckue KoaryJisiiMOHHBIE TECThl MOXKHO MCIOJIb30BaTh JJIsi MPOBEPKU
HaJIM4YUs AHTUKOATYJISTHTHOTO AEUCTBUS (HO HE €r0 BBIPAKEHHOCTH). DTH TECTHI HE
clelyeT  HWCHONb30BaTh M  KOPPEKLUMH  J03bl  HOBBIX  IEPOpaJIbHBIX
AHTUKOATYJIIHTOB. 3HAUEHHUs IOKa3aTelell KoaryjiorpamMmbl, MpU KOTOPBIX
YBEJIIMYUBAETCS] PUCK KPOBOTEUEHUH, IPUBEACHBI B TAOIMIIE 8.

Taoauua 8.
III/IHaMI/IKa nokasareJiei KoaryJjorpaMmmsl NNipu Tepanm HOBLIMHU NIEPOPAJTbHBIMU
AHTUKOAT'YJISSHTAMU
HE MOXET BbITh UCITOJIb3OBAHO /JAHHBIE O BJIMAHUU OTCYTCTBVYIOT
Jaourarpan 150mr x2p/n PuBapokcaban AnnkcabaH
[TporpomMOuHOBOE BpeMst AUTB, AYTB,
Antntena k  ¢axropy Xa | I'emoknor (tpomOuHOBOe Bpemsi B | ['eMokioT (TpoMOMHOBOE BpeMsi B
(XpoMOTreHHbIE aHATU3bI) pa3BelieHNN) pa3BeleHNN),
MHO, MIPOTPOMOMHOBOE BpeMs,
3TaKpUHOBOE BPEMS MHO,
9TaKPHUHOBOE BpPEMSI
AHTHTENA K (hakTopy Xa
(XpOMOTeHHBIEC aHAIIN3BI)
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MOJXKET BbITh UCITIOJIb30OBAHO

Jaourarpan 150mr x2p/1 PuBapokcaban

AUTB OmnpeneneHrue NOPOTPOMOMHOBOTO  BpPEMEHH €
HcHoibp30BaHueM Habopa Neoplastin ®

Oxupmaemblii  ypoBeHb | Benmnuumna mokazarensi, mpu | OxumaeMbiil ypoBeHb aisi 60osbHBIX ¢ DIT Ha muke
yepe3 2 daca TIOCHIE | KOTOPOM YyBEIMYMBAETCS PUCK | KOHIEHTparuu (depe3 2-4 gaca mocie Ipuema)

nmpuema - 1T B 2 paza OoT | KpOBOTCUEHUI - Oomee 80 | cocraBuser 14-40 cex mocne npuema 20 mr, u 10-
HCXOJHOTO YPOBHS. cexyHn (O0onee yeM B 2 pasa oT | 50 cek y maruentoB ¢ XIIH, nmpuaumMaronmx 15 Mr
OxugaeMblii  ypOBEHb | UCXOIHOTO YPOBHS). B CYTKHU

gepe3 6-12 yacoB mocie OtpakaeT NPHUONNU3UTEIBHYI0 KOJUYECTBEHHYIO
mpuema - 1 B 1,5 pasa or OLIEHKY TIPUCYTCTBHS IIperapara B Iia3Me KpoBu™
HCXOJHOTO YPOBHSI.

'emoxmoT AHTHTENa K (pakTopy Xa (XpOMOTEHHEIC aHAIIMN3EI)
(TpOMOMHOBOE BpeMs B pa3BEICHHN) KonmdecTBeHHBIN aHAMN3: TaHHBIE MO MOPOTOBBIM
Bennunna mokaszarens, Ipd KOTOPOM YBEJIMYMBACTCSl PUCK | 3HAUEHHWSAM JUISI KPOBOTCUYCHHH M TPOMOO30B
KpoBOTeueHUH > 65 cek miu >200 HM/MIIL. OTCYTCTBYIOT

OTaKpUHOBOE BpeMs

OxupgaeMblii  ypoBeHb | BemmumHa mokaszaTens, IpH
yepe3 2 dHaca IOCJIE | KOTOPOM YBEIHMYUBAETCS PHCK
mpuema -7 B 3 pasza OT | KpOBOTEUEHHH - > yeM B 3
MCXOJHOTO YPOBHSI pasa OT MCXOIHOTO YPOBHS

*-yBeNM4eHHe NPOTPOMOMHOBOTO BPEMEHH BO3MOXKHO YKAa3bIBA€T Ha TOBBIIICHHBIN PHCK
kpoBoreuernit (EHRA Practical Guide 2013, Pekomengammuun PKO, BHOA u ACCX, 2014r)
OIT - pubpumsIUs Ipeacep Uit

XIIH — xpoHuyeckas 1oyeqyHasi HeI0CTaTOYHOCTh

1.7.2.5. CmeHa nepopajibHbIX AHTHKOATYJISIHTOB

IIpu nmepexone ¢ mpueMa OJHOIO MEPOPATBLHOIO AHTUKOATYJISIHTS Ha JIPyTrou
KpalHE Ba)XHO COXPaHWUTh AaJCKBaTHYIO CTEINEHb AaHTUKOATYJSILUM IIPU
MUHHUMaJIbHOM PUCKE F€MOPPAruueCKruX OCIOKHEHHIA.

IIpu nepexoge ¢ anraronucroB BurtamuHa K wa HIIOAK, npuem
MOCJIEAHUX MOKET OBITh HayaT, Kak Toibko BenmunHa MHO craner nmxke 2,0,
MOCKOJIbKY BC€ OTH TMpenaparbl XapaKTEPHU3YIOTCS OBICTPHIM HACTYIUICHHEM
AHTUKOATYJSHTHOTO 3¢ dekTa (moapodHO cM. B MHCTPYKIUAX MO MPUMEHEHUIO
npenapata). Eciu Bennunna MHO coctasnser 2,0-2,5, nadyats npuem HITOAKT
nyuiie Ha ciaenyromuii nenb. Eciu MHO 6onee 2,5 nienecooOpa3Ho MOBTOPUTH
ero ompezeneHue uepes 36-42 yaca (mas BapdapuHa), TOCIE YEro MPUHUMATH
pewenne o HazHaueHnn HITOAKT'.

biarogapst MmeajieHHOMY HACTYIUICHUIO JEMCTBUSI aHTaroHUCTOB BUTamMuHA K,
nepexoa ¢ npuema HITOAKI' na antaronucrsl BuTamMmuna K Moxer 3aHsTh 5-
10 nueii. [Ipu 5TOM B TeueHUe ONPEACIICHHOTO Mepruoa BpEMEHU, HE0OXO0AUMOTO
IUIsl TOoCTHXKeHUs TepaneBTudeckoro auanazona MHO, HITOAKI' npunumaroTcs
oaHoBpeMeHHO ¢ aHTaroHuctamu BuTamuHa K. Ilockonbky HIIOAK wmoryt
OKa3bIBaTh orpeaesieHHoe Bausinue Ha Bennanny MHO (ocobenno 61okaTopsl Xa
(dakTopa puBapokcabaH u anukcadaH), B IEPUOJ KX COBMECTHOTO MpHUEMa KpaitHe
BOXHO C TMPAKTHYECKOW TOYKH 3peHust uroOwl: a) wusmenenne MHO
OCYULIECTBJISUIOCHh HEeNocpeACcTBEHHO nepen oyepenHbiM npuemom HITIOAKT'; 6)
noBTopHOe omnpeneneane MHO noimkHO oCymiecTBIAThCS 4depe3 24 yaca Imocie
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nociennero npuema HIIOAK (T.e. Tonpko Ha (oHe IEHCTBHSA aHTAaroHUCTa
ButamuHa K). Taxxe pekomeHayeTcsi TimarelibHO MoHuUTOpupoBath MHO B
TeueHue nepBoro wmecamna nociae nepexona ¢ HIIOAKIDT Ha aHTaroHucTsl
ButamuHa K, g0 Tex mop, mnoka He OyayT TOJy4eHbl CTaOUJIbHBIE
tepaneBTuyeckue  3HadeHuss MHO  (2,0-3,0) Ha  [OpoTsSIKEHHM — Tpex
NOCJIEIOBATENBHBIX OMPEACIEHUN.

Ilepexoa ¢ npuema oaHoro HITOAK Ha apyroii MoxeT ObITh OCYIIIECTBIICH
nyTEM 3aMEHBI OJIHOTO MPETNapaTa Ha IPyTroid BO BpEMSI OUEpPEIHOIO MpUEMA.

Ilepexon ¢ Tepanuu He(PPAKUMOHHUPOBAHHBLIM TIeNAPUHOM HAa IMpPUEM
HITOAKT MoxeT ObITh OCYIIECTBIICH Cpa3y Mociie MpeKpalieHuss BHYTPUBECHHOMN
nHpy3un HePPaKIMOHUPOBAHHOTO TEMAapUHA, IEPHO/] MOITYBBIBEICHUS KOTOPOTO
coctaBisier 2 yaca. [lepexon ¢ HU3KOMOJIeKyJIsIpHbIX renapuaoB Ha HITOAKT
— BMecTO ouepeHor nabekunu npuanmaercs HITOAKT'.

1.7.2.6. Pekomenaanum mo npopuaakTuKe TPOMOOIMOOJINYECKUX OCIOKHEHNH
npu HekJIanaHHOH PII — o0mue MoJI0KeHUA

e AHTUTPOMOOTHYECKAS Teparnus c LEJIBIO npoHIIaKTUKA
TPOMOOIMOOJIUYECKUX OCIIOKHEHUN PEKOMEHIYETCsl BCEM MallMeHTaM ¢
@I, kxpoMe rpynn HU3KOTO pucka (MY>KUYMHBI U JKCHIIMHBI B BO3pacte <65
aet ¢ uzoaupoaHHou PII), wnu npu HaATMYUKU NPOTUBONOKA3aHUM.

e BriGop aHTUTPOMOOTHYECKON TEpanmuu OCHOBBIBA€TCA Ha aOCONIOTHBIX
PHUCKaX MHCYJIbTA/TPOMOO0IMOOINHN U KPOBOTEUEHHS, a TAK)KE COBOKYITHOI'O
KJIIMHAYECKOT0 MPEUMYIIECTBA JIJIsl JAHHOTO MallueHTa.

e Jlna omenku pucka wuHCYnbTa/TD y O0nbHBIX ¢ HekiaananHod I
pekoMeHayeTcst ucnosib3oBath mkany CHA,DS,-VASc.

e [lammmentam ¢ cymmoit GammoB mo mkaine CHA»DS»,-VASc  pasnoit 0
(BKJIFOUAsl JKEHIIUH MOJIOkE 65 et ¢ u3onupoBanHo PII), umeromum
HU3KUN PUCK WHCYNbTa/TI, aHTUTpoMOOTHUECKas Tepamusl He MOoKa3aHa.
JKenmuusl B Bo3pacte MeHee 65 jer ¢ wusonupoBaHHoM DI (HO ¢
komuuecTBoM OamioB mo mikaine CHA>DS;-VASc = 1 3a cuer KeHCKOro
nojia) Kak MpaBWJIO, UMEIOT HU3KHI PHUCK HHCYJIbTa. B 3THX cliydasx
BO3MOYKHO HE Ha3HAYEHHE AHTUTPOMOOTUYECKOI Teparvu.

e [lanmenram c¢ xommuuectBoM OayioB no mkane CHA>DS,-VASc >2, npu
OTCYTCTBUM IPOTHUBOINOKA3aHUN, PEKOMEHAYETCS Tepanusi MepopajbHbIMU
aHTUKOAryJIsiHTaMu. B KauyecTBe NEpOpasibHbIX AHTUKOATYJISIHTOB MOXKET
OBITh KCIOJIB30BAH WJIM aHTaroHuct ButamuHa K (Hampumep, BapdapuH) B
nogoOpannort no3ze (MHO 2-3), wnu npsmoit UHrHOUTOpP TpoMOMHA
(maburarpaH), WM OAWH U3 TEPOpaJbHBIX HHTHOMTOpoB Xa (dakTopa
(amukcabaH WM puBapokcadaH).

e [lanmmenrtam ¢ xoimmuyectBoM OayuioB 1o mkaire CHA;DS,-VASc = 1 nocine
OIIEHKM pHUCKA KPOBOTEUYEHUS M C YYETOTM MPEANOYTEHUN MalHueHTa
CIeAyeT pacCMOTPETh Ha3HAYEHUE MEPOPAIbHBIX AHTUKOAryJIsSHTOB. B
KaueCTBE MEPOPATBbHBIX AHTHUKOATYJISTHTOB MOXXET OBITh HCIIOJNIB30BAaH WIIU
antaronuct ButamuHa K (Bapdapun) B mogoOpannoit goze (MHO 2-3), unn
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npsIMON MHTHOUTOpP TpoMOWHA (maburarpas), WM OJUH U3 TEPOPATBHBIX
uHruOuTOpOB (PakTopa Xa (anmukcabaH WM puBapokcadbaH).

e [lokazaHus K MPOBEACHUIO AHTUTPOMOOTHUYECKON TEpamuu ONPENENSIIOTCS
He ¢opmoii OII (mapokcuzManbHas, NEPCUCTUPYIOLIAsA UM MOCTOSHHAS), a
3aBUCAT OT wuMeronierocss koiudectBa @OP wuncynbra /TD, KOTOpBIE
onpeneisirorca ¢ nomoumipro  mkanel  CHA;DS,-VASc.  Ilostomy
aHTUTpOMOOTHYECKasl Tepanus y OOJIbHBIX C TpENeTaHUEM IMpeAcepaAuil U y
OOJIBHBIX C C TapOKCU3MaJbHOW WM mepcuctupyromeit dopmamu DII,
IPOBOAUTCS IO TEM XK€ MPaBUiIaM, YTO U y OOJIbHBIX C MOCTOSIHHOM (OpMOii
@II.

e VYV OonpHpIx DIl M MexaHMYECKUMH TPOTE3aMU KJIAllaHOB CEpJIa CIeayeT
UCIIOJIb30BaTh TOJIBKO aHTaroHUCThl BUTamuHa K (Hampumep, Bapdapun);
uenesoe MHO omnpenensercss TUIIOM MpoTe3a U ero Jokanuzanuei. [Ipu
npoTe3ax MUTpanbHOro kianana neiresoe MHO noimkxHO ObITh HE MeHee 2,5;
aopTaibHOro — He meHee 2,0.

e Bo Bpems mnuTenbHOM AHTUTPOMOOTHMYECKON Tepanmuu COOTHOILEHUE
N0JIb3bl U PUCKA OT HA3HAYEHUS MEPOPaATbHBIX aHTUKOATYJIIHTOB JIOJKHBI
PEryJsipHO MEePEeCMATPUBATHCS, TaKKE KaK U HEOOXOJUMOCTh MPOIOJKEHHUS
JICYEHUSL.

1.7.277. PexkomeHzamuu 10  NPUMEHEHMI0  HOBBIX  IEPOPAIBHBIX
AHTHKOATYJISIHTOB JJI1 NPOPUIAKTHKH TPOMOO0IMOOJIMYECKHX OCJIOKHEHHH Y
00JbHBIX ¢ GUOpHIIIALMEN peacepaAni

e [lo cpaBHenuro c¢ BapdapuHOM anukcabaH, gaburarpaHa ITEKCUIAT U
puBapokcabaH 00J1alafoT OOJIBIIMM YyJ00CTBOM MPUMEHEHHUs, HE MEHEe
abdexTuBHb, uYeM BapdapuH, B TOPEAYNPEKICHUH HHCYIbTA H
TPOMOOIMOOTUYECKUX OCTIOKHEHUM, CITOCOOCTBYIOT CHIDKEHUIO pHCKa
reMOpParnueckoro MHCYJIbTa U BHYTPUUYEPETHBIX KPOBOTCUCHUU M, KaK
MUHHUMYM, COMOCTaBHUMBI C Bap()apuHOM TI0 YACTOTE KPYIHBIX
KPOBOTEUYEHHH.

e Ecim mnammenty ¢ @I  pexomeHayercs TIpUeM  NEPOPAIBHBIX
AHTUKOATYJITHTOB, HO aHTAaroHWCTHhl BUTamMuHa K B momoOpaHHON m03€
(MHO 2-3) Henb3s UCIOJB30BaTh H3-3a TPYJIHOCTEU MOAJACPKAHUS
TEpPaneBTUYECKOIO YPOBHS aHTUKOAryJasluuu, MN0O0YHBIX 3(dexToB
aHTaroHWCTOB BUTamMuHa K wiim HEBO3MOXHOCTH KOHTpoJupoBaTh MHO,
PEKOMEHIyeTCS OIWH U3 HOBBIX IEPOPAIBHBIX AHTUKOATYJISHTOB:
NPSIMOM UHTUOUTOP TpOMOMHA (J1aduraTpaH); WIM OJUH U3 TIEPOPATBHBIX
MHTUOUTOPOB (hakTopa Xa (anukcabaH Uik puBapokcadbaH).

e JlaburarpaHa 3TeKCHJIAT MOXET UCIOJIb30BaThCSA KaK aJlbTE€pHATUBHBIN
BaphapuHy  AHTUKOAryJIsiHT s NpOPWIAKTUKA  UHCYJIbTa |
apTepuaibHBIX TpoMOomuii y OonbHbIX ¢ DI u HOMOTHUTETHLHBIMH
dakTopamMu pHUCKa OTUX OCJIOXKXHEHUW TPU YCIOBHH OTCYTCTBHUS
reMOJIMHAMWYECKH 3HaYUMBIX IMOPOKOB WJIM MPOTE30B KIIAMAHOB CEp/IIia,
TSOKENION TMOYEYHOM HEeA0CTaTOYHOCTH (KiupeHc kpeatuHuHa <30
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MJI/MHH), 3a00JIeBaHUN TIEYEHU CO CHIDKEHHEM o0pa3oBaHHUs (HaKTOPOB
CBEPTHIBAHUS KPOBH, a TAKXKE MHCYJIbTA B IpEeAIECTBYIOIME 14 nHEN nin
UHCYJIbTa C OOJIbIIMM OYaroM MOpaXeHUsi B IMpeAllecTByromue 6
Mmecsues. [Ipu BeIOOpe q03UPOBKM AaduraTpaHa ciaeAayeT YYUThIBATh, UTO
no3a 150 mr 2 pasa B neHp npeanoururenbHee 1036l 110 mr x 2 pasa B
neHb: oHa 3(dexTuBHee BapdapruHa B OTHOIICHUU CHIDKCHHUS pPHUCKA
WHCYJIbTa U apTEepUAbHBIX TPOMOOAIMOOJIMU MPU OJIMHAKOBOM PHUCKE
KPYNHBIX KpOBOT€YEHMM, a no3a 110 Mr 2 paza B A€Hb CpaBHHUMA IO
s dexTuBHOCTH ¢ BapdapuHOM, HO Oe3omacHee B OTHOIICHUH pHCKa
KPYIIHBIX KPOBOTCUCHUH

Jlo3a maburatpana stakcunara 110 mMr 2 paza B CyTKH PEeKOMEHIYETCS B
CJIEIYIOLUX CUTYalHsX:

- MOXKUJIbIE AIIMEHTHI, Bo3pacT > 80 JieT;

- OJIHOBPEMEHHBII MpHUEM I[pEenapaToB, BCTYNAIOIIUX B JIEKAPCTBEHHOE
B3aUMOJICCTBHE (HAIpUMEP, BEparaMuiia, aMuo1apoHa);

- BBICOKHUI PUCK KpOBOTEUEeHMS (KosmuecTBO OamioB no mkaine HAS-BLED >3);

YMEpPCHHAas IIo4Yc4yHada HEOOCTAaTOYHOCTD (KJII/IpCHC KpCaTWUHHHA

30-49 ma/mMun).

PuBapokcaban  MOXET  HCHOJB30BATbCS  KAaK  AJIBTEPHATUBHBIN
BaphapuHy  AHTUKOAryJstHT s  NOpPOQWIAKTUKA  HUHCYJIbTa U
apTepHalbHBIX TPoMO03MOoaui y 60bHBIX ¢ DIl U TONOIHUTETBLHBIMU
(dakTopaMu pHCKa JTHX OCJIO)KHEHUH IIpU YCIOBMM OTCYTCTBUS
reMOJMHAMHAYECKH 3HA4YMMOI0 MHTPAJIBHOIO CTE€HO3a WIM IPOTE30B
KJIAlIaHOB  CEpJilla, TSKEJIOM IOYEYHOM HEIOCTaTOYHOCTH (KJIHUPEHC
KpeatuHnHa <15 w™Ji/mMuH), 3a00J€BaHUMN TICYCHH CO CHIDKCHHEM
oOpazoBaHus dbakTopoB CBEpTHIBAHMS KpPOBH, a TaKkKe
WHBAJIMAU3UPYIOLIETO0 HHCYJbTa B Omwkaimme 3 wMecsiua , He
WHBAJIMAU3UPYIONIETO0 HMHCYJbTAa B Ompkailiive 2 HEAeNId WIH
TPaH3UTOPHOU UIIEMUYECKOM aTaku B OMKaiiime 3 CyTOK.

B cnyuwasix, korga paccmaTpuBaeTcss NpPUMEHEHHE puBapokcabaHa, y
00JbIIMHCTBA O0NBHBIX 1032 20 MI' €KEIHEBHO MPEANOYTUTENIbHEE JO3bI
15 mr exenaneBHo. [{o3a 15 Mr exXeqHEBHO pEKOMEHIYETCS B CIEAYHOLIUX
CUTYyalUsIX:

- BBICOKUH PUCK KpoBOTeUeHUs (KoaudecTBo 6amioB no mkaie HAS-BLED >3);

-yMepeHHas ToYeYHAs HEI0CTAaTOYHOCTh (KJIMpeHc KpeaTHHUHA
30-49 mu/mun).

AnukcadaH MOXET HCIHOJb30BaThbCsl KaK aJbTEpHATUBHBIA BaphapuHy
AHTUKOAryJSHT JUIsl NpO(QUIAKTUKM HWHCYJIbTa M  apTepHalIbHBIX
TpoMOOIMOOTUit y OonbHBIX ¢ @Il u gomonHUTENBbHBIMU (aKTOpaMu
pUCKa 3TUX OCJIO)KHEHUU MPU YCIOBMM OTCYTCTBHUSI F€MOJMHAMHUYECKU
3HAYUMOT0 MHTPAIbHOIO CTEHO3a WJIM IPOTE30B KIIANAaHOB Cep.la,
TSXKEJIOW TMOYEYHOM HEeAOCTaTOYHOCTU (KJIHUpEHC KpeaTuHuHa <15
MJI/MHH), 3a00JIeBaHUN TEYEHU CO CHIDKEHHEM o0pa3oBaHUs (HaKTOPOB
CBETPBIBAHUSI KPOBU, a TAKXKE T€MOPPArndecKOoro MHCYJIbTa B aHAMHE3e
WIA UIIEMHYECKOTO MHCYJIbTa B ONIDKANIITYIO HEJEIO.
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e B cmywasx, korma paccMmarpuBaeTcs TpHMEHEHHE amukcabaHa, y
OOJNBIIMHCTBA OOJBHBIX J03a 5 MI' X 2 pasza B J€Hb NPEANOYTUTEIIbHEE
1036l 2,5 Mr X 2 paszaB nesb. Jlo3a 2,5 Mr X 2 pa3a B J€Hb pEKOMEHYETCS
B CIEYIOLIUX CUTyaIUsX:

- BBICOKMU PUCK KpoBOTeueHus (konudecTBO OamioB mo mkaie HAS-BLED
>3);

-yMepeHHas NoYeyHast HEJOCTATOYHOCTD (kHMpeHc KpEeaTHHUHA
30-49 mui/mun).

e I[Ipm HazHayeHuM JHOOOTO HOBOTIO MEPOPATLHOIO AHTHUKOATYJISHTA
PEKOMEHJyeTCsl MpPEeABapUTENIbHO OIEHUTh (PYyHKIMIO MoYek (1o
BEJIMYMHE KJIMPEHCAa KpeaTMHHUHA). B nanbHeillemM KIMpeHC KpeaTMHUHA
Ha ¢OHE Tepanud HOBBIM TMEPOPATBHBIM AHTUKOATYJSIHTOM CIIETyeT
ONPENEIATh €XKETOJHO, a y MalWeHTOB C YMEPEHHOM IOYEYHOMN
HEJIOCTATOYHOCTHIO 2-3 pasa B roj.

e HoBbie mepopanbHbIE aHTUKOATYJSIHTHI (IaOuraTtpaH, puBapokcabaH u
anukcabaH) HE PEKOMEHAYIOTCA y OOJBHBIX C TSXKEIONM MOYeyHOU
HEJOCTaTOYHOCThIO (KJIMpEHC KpeaTuHWHAa MeHee 30MI/MUH  Is
naburatpaHa U MeHee 15 MJI/MHUH Uil puBapokcabaHa U amnukcabaHa).
OmHako, B HCCIENOBAaHWHM, TOCIYXKUBIIEM JoOKaszaTelbHOW 0a3oit
3¢ pexTuBHOCTH U 0e30macHOCTH puBapokcabana y OonbHbBIX ¢ ODII,
KJIUpeHC KpeaTuHuHa MeHee 30 MJI/MUH ObUI KPUTEPUEM HUCKIIFOUECHUSI.
Benuunna xnupeHca kpeathHa MeHee 25 MII/MUH OblLla KpUTEpPUEM
UCKJIIOUEHHUS ISl OONBHBIX, BKIIOUAEMbIX B HCCIIEIOBAHUE MO U3YUYEHHUIO
s pexkTUBHOCTH U Oe301MacHOCTH anukcabana y 60bpHbIX DII.

1.7.2.8. Oco0ble cuTyanuu

1.7.2.8.1. [lepuonepayuonnas anmuxoacyiayust

Y Oompabix ¢ DII, momyuarommux ABK, mepen omepanmeil miu WHBa3HBHBIM
BMEILIATEIILCTBOM  CIIEAYET HA BpEMS INPEpBATh JICUCHHE IE€POPATbHBIMU
anTukoaryistHtamu. [lpm  pemeHnn Bompoca O BpEMEHHM OTMEHBI IIpHEMa
NEPOPATLHBIX AHTUKOAryJIIHTOB TEpe]l Oornepalueid U BPpeMEHH BO30OHOBJICHUS HMX
npuremMa Mmocjie BMEIIaTelbCTBa, HEOOXOAUMO YUUTHIBATh KaK KIIMHUYECKOE COCTOSTHUE
naueHTa (B MepBYIO Ouepelib, PUCK TPOMOOIMOOIMUECKUX OCJIOKHEHUM, a TaKKe
GYHKIUIO TIOYEK, HaJIMuuMe KPOBOTEYCHUN B aHAMHE3€, IMPHUEM COIMYTCTBYIOIIUX
JIEKapCTBEHHBIX MPEMNApaToB), TAK M XapaKTep XUPYPrHueCcKOro BMEIIATEbLCTBRA.

1.7.2.8.1.1. IlepuonepannonHas a"uTukoarvisaimsa v npuauMaronmx ABK

VY kaxnaoro OOJLHOTO Mepell MPUHITHEM pEIIeHUs O HEOOXOAWMOCTH ‘‘Tepamuu
Mocta” (mepexojja C AaHTaroHUCTOoB BuTamuHa K Ha remapuH) HEOOXOIUMO
COIMOCTaBUTh PUCK KPOBOTEUEHHUSI BO BpEMSI XUPYPrU4E€CKOrO BMEIIATENIbCTBA C
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PHCKOM MHCYJIbTA WJIM CUCTEMHBIX TPOMOOIMOOITHIA, KOTOPBIE MOTYT BOSHUKHYTH MPH
OTMEHE aHTHKOAT'yJISIHTOB.

B ciydae Hannuus y 6osbHoro ¢ GI1 Mmexannueckoro mpoTesa KiarnaHa cepala Win
BBICOKOTO ~pHCKa TPOMOOAMOOJIIMYECKUX OCJIOXKHEHUH, TMpu HEOOXOAMMOCTU
IIPOBEJICHUSl XUPYPIrUYECKOM WM IUAarHOCTUYECKOM IPOLIEAYpPBI, COIPSHKEHHOU C
PUCKOM  KpPOBOTEYEHHUs, CJIEIAYET PacCMOTPETh BO3MOXKHOCTb  BPEMEHHOIO
npekpaienus ucronb3zoBanuss ABK ¢ mepexogoM Ha HedpaKIMOHHUPOBAHHBIA WU
HU3KOMOJIEKYJISIPHBIM T€MapuH B J103aX, HCMOJb3yEMBIX MPU JEYEHUU BEHO3ZHOTO
TpomOo3a (“repamusi mocta”). «Tepamus MocTa» TMOKazaHa, MPEXKIE BCEro,
OOJILHBIM C IIPOTE3aMU KJIANaHOB cepAua (000l MpoTe3 MUTPAIBbHOIO KIIAIaHa,
aopTajlbHbIE IPOTE3bl CTAPBIX KOHCTPYKILHI), C PEBMATUYECKUM IOPAKEHUEM
KJIallaHOB cepjIa, mnepeHecmuM MHCYNbT wim TUA B Ommkaimme 3 mec. (mpu
npoTe3ax KjianaHoB — B Ompkaiimme 6 mec.), cymme 6amioB no mkaine CHADS,
5-6. Ilocme oTmeHBl aHTaroHucra BuTamMuHa K ciuegyer moxaaTbCs 3HAYEHUU
MHO wmenee 2,0 mocie uero Hayath BHyTpuBeHHYI0 wuH(py3uro HOI wmm
noakoxkuple uHbeKuMH HOI. BuyrpuBennyio undysuto HOI' craepyer
IIPEKPATUTH 3a 4—6 4acoB 10 oIepaluy, a nociaeaHw nabekuno HMIT cnenate
3a 24 wyaca po onepanuu. Ilocine onepanuym BBEIECHHE NapEeHTEPAIbHBIX
AHTUKOATYJITHTOB MO>KHO BO30OHOBUTH IOCIIE 0OecieueHHs HaIEKHOT0 reMocTas3a
(ontuMmansHO B mepBeie 12-24 yaca mocie omepanyud, HO TOCHe KPYMHBIX
BMEIIATEIBCTB U BBICOKOM PUCKE KPOBOTEUEHHI 3TOT MEPHUOJ] MOYKHO YBEIUYUTH
10 48—72 gacoB). [Ipu 0TCYyTCTBUM KpPOBOTEUEHHS CIIEyeT BO3OOHOBUTH M MPUEM
ABK B mnomobpannoit panee mose. IIpekpaTuTh mapeHTepalibHOE BBEICHUE
AHTUKOATYJITHTOB MOXXHO HE paHee, YeM uepe3 5 CyTOK OT BO3OOHOBJICHUS MpreMa
ABK, u mocne Toro, kak B JBYX IOCIEAOBaTEIbHO B3STHIX 00pasliax KpOBU
nanuedTa MHO 1oCTUTHET HUXKHEW FpaHUllbl TEPANEBTUUECKOTO Auana3oHa (s
OoJbIIMHCTBA cityyaeB — 2,0).

Psin HeGOMBIINX MHBA3UBHBIX BMEIIATENBCTB (IKCTPAKIHs 3yOOB, POLIEAYPhI HA
KaHalax KOpHs 3y0a, HeOOJbIIME JepMaTOJIOTMYECKUE OIEpaluy, YAaJeHHue
KaTapakTbl) MOXHO OCYLIECTBISITh, HE OTMEHSS aHTaroHWCThl BUTamuHa K, npu
ycinoBun cHwkeHns MHO 10 HWKHEW IpaHUIbl TEPANEBTHYECKOIO JMAIa30Ha U
IIPUMEHEHHSI MECTHBIX T€MOCTATUYECKHUX CPECTB.

Ecnmu y 00JbHOrO HET MEXaHWYeCKMX  IPOTE30B KJIAaHOB CEpila, OH HE
COOTBETCTBYET KPHUTEPHUSM BBICOKOTO PHCKA TPOMOOIMOOIMYECKUX OCIOXKHEHUN WU
HYXKJIa€TC B XUPYPIMUECKOW WM JIMATHOCTHYECKOW IPOLEIypEe, COMPSHKEHHOM C
PUCKOM KpOBOTEYEHHS, BO3MOXKHO BpeMeHHO oTMeHuTh ABK ¢ co3manuem
CcyOTepaneBTUUECKOW aHTUKOAryJsiiMi Ha cpok 10 48 uvacoB 0Oe3 mepexoja Ha
rernapuHel. Bedepom mocine omepauuu, WIM Ha CIEAYHIOLIEE YTpO, IPHU YCIOBHU
aJIeKBaTHOI'O F€MOCTa3a, JICUEHUE aHTaroHucToM BuTaMuHa K ciegyer Bo300HOBUTh
B “00bruHON” i OOJBHOTO TOMJCP)KMBAKOMICH 03¢, 0e3 WCIOJIb30BaHUs
Harpy304HOU J1O3BI.

Jlns obGecniedenusi  aaekBatHoro cHwxkeHnuss MHO — mepen omeparueit ajis
00JIbHOTO, TOJYYaloUero BapQapuH, TpeOyercs 4-5 nmHell (T.K. Tiepuon
MOJTYBBIBEJICHUS Tpernapara coctarisier 36-42 vaca) u  2-3 1HS Ui TOTyYaroluX
alleHOKyMapoJ1 (TIepro/1 MOTYBBIBEICHUS alleHOKyMapoJia okoJio 10 yacoB).
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Ecniu omepamuio wiM BMeEHMIATeNbCTBO NPUXOAUTCS MPOBOAUTH Ha (hoHe
noBbiieHHoro MHO (>1,5), BO3M0kHO Ha3HaueHUE HEOONbIINX 103 BuTaMuHa K
(1-2 mr) BHYTpb, yTOOBI HOpManu3oBaTh MHO.

1.7.2.8.1.2. Ilepuoneparnmmorasas adtukoaryiadanus v npuauMaronmx HITOAKT

B cBsi3u ¢ OBICTPHIM HAyajJOM U MPEACKa3yeMbIM HHTEPBAJIOM MPEKpaIllCHUs
neiicteust HIIOAKT He TpeOyroT «repanuu MOCTa.

VY 6onpHbIX, TpuHuMaromux HIIOAKI', mo BO3MOXHOCTH CIEayeT OTIIOKHUTH
BBITIOJIHEHUE BMEIIATENbCTBA HA MAaKCHUMaJlbHO BO3MOXHBIN IEPHOJ BPEMEHU
(m1st HIIOAK — na 12-24 4gaca). Ecnu oTJIOKUTE BMEIIATEILCTBO HEBO3MOXKHO,
TO PHUCK KpPOBOTCUCHHHN 3HAYUTEIHHO BO3PACTaeT, W OH JOJKEH OBbITh
COIIOCTABJIEH CO CTENEHbIO AKCTPEHHOCTH CAMOTO BMENIATENbCTBA. B OTAENbHBIX
ClIy4asix, IpH HaJUYUU COMHEHUN B MPEKpAIICHUU aHTUKOAryJISTHTHOTO 3¢ dexTa
HITOAKT', mono ucnonb3oBaTh Jaboparopusie TecThl (AUTB unn tpomOGuHOBOE
BpeMsi B pa3BEICHWM Ui JaburaTpaHa, WIW MPOTPOMOMHOBOE BpeMs U
ompejielieHne  aHTU-Xa aKTUBHOCTH C XPOMOTEHHBIMU CyOCTpaTaMu JJisi
puBapokcabanHa u anukcabana) (tabmn.9). [logoOHast crpareruss OCHOBaHa Ha
3IpaBOM CMBbICJIC, HE H3ydallaCh B KJIMHUYECKHUX HCCIEIOBAHUAX W HE MOXKET
OBITh PEKOMEHI0OBAHA JJIsI PYTUHHOT'O IPUMEHEHUS.

HeoOxoaumas mnurensHOCTh Tiepuona otMeHbl HITOAKI mepen miaHOBBIM
XUPYPrUUYE€CKUM BMEINIATEILCTBOM B 3aBUCHMOCTH OT PHUCKa KPOBOTCUCHUH U
KJINpEHCA KpeaTHUHUHA TIpeJicTaBleHa B Tabuiie 9.

Tabauuna 9.
Pexomenaanuu no aiureabHocTu nepuoaa orMensl HIIOAKT npu miianoBbIx
XHPYPru4eCKHX BMELIATeIbCTBAX

Jlaburatpan Puapokcaban AnukcabaH
Puck Huskwmii/ Bricokuii Huskwmii/ Bricokuii Huskwuii/ Bricokuii
KPOBOTCUYCHHIA CTaHJApP-THBIM | PUCK KPOBOTE- | CTaHAAp- PHCK KpOBOTe- | CTaHaap- pHUCK
puck yeHus/ THBIA PUCK | YeHUs/ THBIA PUCK | KPOBOTE-
OoubIIas OoJibLIas yeHus/
XUPYPrus XUPYPrHs 0oJIbIIas
XUPYPTHS
KK >80 mun/mun >24 gaca >48 gacoB >24 gacoB | >48 yacoB >24 gacoB | >48 yacoB
KK 50-80 mn/Mun | >36 yacoB >72 9acoB >24 gacoB | >48 yacoB >24 gacoB | >48 gacoB
KK 30-50 mu/mun | >48 yacos >96 gacoB >24 gacoB | >48 yacoB >24 gacoB | >48 yacoB
KK 15-30 mn/mun | He nokasan He noxkazan >36 yacoB* | >48 yacos* >36 >48
4acoB** yacop**
KK <15 mu/mun He moxazan He nokaszan

*- B uccnenoanne ROCKET-AF , uzyuasiiee 3 exkTUBHOCT 1 6€30I1aCHOCTh prBapokcabana 1uis poQuIIaKTHKI
TpoM603MO0IIHil y GosbHBIX ¢ Heknananuoi DIT 6onbHbIE ¢ KITUpeHCOM KpeaThHrHA < 30MIJI/MHH He BKIIIOYAINCh;, **- B
uccnenoBanne ARISTOTLE , u3y4asmiee 3¢)(heKTHBHOCTE B 6€30IIaCHOCTH anuKcabaHa i TPO(QUIaKTHKH TPOMOOIMOOIHH y
0onbHBIX ¢ HekIanaHHoi PII GobHBIE ¢ KITMPEHCOM KpeaTHHHHA < 25MII/MUH HE BKIIOYAINChH

[locne omepammu TpUeM HOBBIX TMEPOPATBHBIX AHTUKOATYJSTHTOB MOYKHO
BO300HOBUTH Cpazy ke MOCIIe TOCTHKEeHUs 2(PPEKTUBHOTO TeMOCTasa.

1.7.2.8.2. Hwemuuyeckas 6one3nv cepoya
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[Tpu BEIOOpE ONTUMATIBHOM UIMTETHBHOCTH M KOMIIOHEHTOB aHTHTPOMOOTHYECKON
Tepanuy y OOJBHBIX C HIIeMHYecKOM Oose3Hpto cepaua u PII, Heobxommmo
YUUTBIBATh ~ CIEAYIONIME KIHOYEBbIE (PAKTOPbl: PUCK  TPOMOOIMOOIUUECKUX
ocnoxkHeHui o mkane CHA2DS2-VASc , puck kpoBoreuenunii no mkane HAS-
BLED, HamMuMe W TUN HWMIUIAHTUPOBAHHOIO CTEHTA, XApaKTEP TEUYEHUs
uiemMuuecko Oonesnu cepana (cradwipHas MBC wimum  ocTpblii  KOpOHApPHBIM
CUHJPOM), @ TaKKe€ PUCK CMEPTH W peluauBa MH(papkra B TeueHHe 6 MecALEeB IO
mkaie GRACE y 6ombabix ¢ OKC.

1.7.2.8.2.1. CrabunsHas UBC

[Tpu namuanu cradbunbHOM MBC (cTabnibHast creHOKapaus; UilleMUIecKasi 00JIe3Hb
cepama yepe3 1 rox u 6omnee mocine OKC), KTMHUYECKUX TPOSBICHUI aTepOCKIepo3a
COHHBIX WM Tiepudeprudeckux aprepuit cymma 6amtos no mkane CHA2DS2-VASc
cocraBisieT >1. Tloatomy OombHBle DII W CTAOMIEHON HMIIEMHYECKOW OOJIC3HBIO
CepLa HyX/Iat0TCsl B IEPOPATIbHBIX aHTUKOAryJISTHTAX.

[Mockonbky y 6ombHbIX, nepeHecmx OKC Oonee 12 mecsieB Ha3aa, MOHOTEpanus
aHtaronucramu ButamuHa K (Bapdapun) Oonee »(dexTuBHa, uYeM Tepanus
aleTUJICAJIMIIMIIOBOM KUCIOTOM, Juisi OonbinvHCTBA OonbHBIX ¢ DII, mepenecumx
OKC, pocraTo4HO Ha3HAUY€HUs] TOJIBKO MEPOPATbHBIX AHTUKOAryJIIHTOB 0e3
NO0aBIIEHUsS] aHTUTPOMOOILIUTAPHBIX CPEJICTB.

JlaHHOe MHEHHME OCHOBAaHO Ha JAHHBIX O TOM, 4YTO MPHUCOCTUHEHUE
AlleTWICATUIMIOBONM KHUCJIOTHI K BapdapuHy XOTS U B OOJbIIEH CTENEHU, HEXENn
MOHOTeparnus BaphapruHOM, CHIDKAET PUCK COCYAMCTHIX COOBITHH, BKITIOUasi HH(PAPKT
MHOKAap/1a, HO IPH 3TOM CYLIECTBEHHO YBEJINUYMBAET YACTOTY KPOBOTEUEHUI, IOATOMY
[IMPOKOE TMpHMEHEeHHe KoMmOuHarmu BapdapuHa ¢ acmupuHoM y OonbHBIX DIl u
crabunbHoi UBC HexenarenbHo.

Bo3smoxkno, uto mnpeumyiuectBa HIIOAKIT (B Buae MoHOTEpanuu) mepen
aHTtaroHucramMu BuTamMuHa K coxpanstorcss u y OonbHbix DIl nMeronmx
crabmibnyto MBC. Jlaxe st naburarpana, npuem Kotoporo y OonbHbIx ¢ PII
accolMUpyeTCsl C TEHJIEHIMEeW K YBEJIMYEHUIO pucka HH(papKkTa MHuOoKapaa (1o
CpaBHEHMIO C Bap(hapuHOM), COXPAHAETCS «UYUCTHIA KIMHUYECKUH BBIMTPBHIID IO
CpaBHEHMIO C aHTaroHucramu ButamuHa K. B OTCyTCTBHE MpSIMBIX CpaBHUTEIbHBIX
UCCIICIOBaHU, B HACTOSIIEE BpeMs HE MPEJCTABISAETCS BO3MOXHBIM OTIATh
npeanourenue kakomy-im6o u3 HIIOAKT y stoit kateropuut 60IbHBIX.

1.7.2.8.2.2. OcTpblii KOPOHAPHBIN CUHIPOM

VY 6ompabix ®DII u OKC HeoOXoauM OFXHOBpPEMEHHBINH TPUEM MEPOPATBHBIX
AHTUKOATyJITHTOB W AQHTUTPOMOOLMTApHBIX MpPENapaTroB, 4YTO CYIIECTBEHHO
YBEJIMYMBAET PUCK OOJIBIINX KPOBOTECUECHHH.

CormacHo coBpeMeHHbIM pexkoMmeHgammsaM OonbHble OKC mpu  orcyTcTBUM
NPOTUBONOKA3aHMUN JIOJDKHBI KaKk MOXKHO paHbIIE MOJIYYUTh HArpy304HylO 103y
anerwicamiuuioBod kucnotel (150-300 mr) um Onokaropa P2Y12 peuentopoB
TPOMOOLIMTOB.
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Ha cerogmusammuuii aeHp B HauOOJbIICH cTemeHH H3ydeHa 3(PPEeKTUBHOCTD U
0€30MacHOCTh TPOWHON AHTHUTPOMOOTHYECKOW TEparuH, COCTOSIIEeH U3 BapdapuHa,
acnupuHa U kionuaorpena. I¢PpGeKTUBHOCTh U O€30MaCHOCTh coueTaHusi BaphaprHa
¢ HOBbIMU uHTHOMTOpamMu P2Y12 peuentopoB (THKarpenaop, mpacyrpei), a Takxke
coueranue HIIOAKI" ¢ wu3BecTHBIMU aHTUTPOMOOLIMTAPHBIMU MpenapaTamu
(aueTUICATUIIIIOBAs KUCIIO0TA, KIOMUAOIPEIL, MPacyrpell U TUKArpesop) NpakTUYecKu
HE U3YYEHBL.

Jlns cHxeHus: pucka kpoBoredeHuit y OombHbIX DIT u OKC pexomenmyercs
UCIOJIb30BaTh MUHUMAaJIbHBIE 103kl acnipuHa (75-100Mr), oTaaBath NpearnouTeHUe
rOJIOMETAJUIMYECKAM CTEHTAM, HCITOJIb30BaTh PaAUaIbHbBIN JOCTYIL.

Pexomennanmn JKCIEPTOB OTHOCUTEJIBHO JUIUTEIBHOCTH TPOUHOU
aHTUTpoMOOTHYEeCKON Tepamuu y OonbHBIX DI B 3aBHCHMMOCTH OT HMMEIOIIETOCS
pUCKa KpOBOTEYEHUs, BHJA cTeHTa W BapuaHTa TeueHuss MBC mnpencraBieHsl Ha
puc. 20.

AHTUTPOMBOTUYHECKAA TEPANMUA Y BOJIbHbIX @11
CPEAHETO U BbICOKOIO PUCKA

Hu3Knit pUCK KpoBOTEUEHUIA

MNnaaHYKB+lon/met CT .
Mnan4KB+MNokp Ct
(cuponumyc)
Maan4KB+Mokp Ct
(naknuTakcenb)
OKC YKB+ nobomn
CTEeHT
Im  3m em 12m

BbICOKMIA PUCK KPOBOTEYEHMUIA

MNnaaHYKB+lon/met CT .

DKC YKB+Ton/met CT .

Im 3m 6m 12m

B ABK+ACTI+KNOMM ABK+K/TOMU/ACT ABK

Puc. 20. JnuTeJJbHOCTh AHTUTPOMOOTHYECKOH Tepanuu y 001bHbIX PII B
3aBHCHMMOCTH OT HMEIOIIEerocsi PUCKa KPOBOTe4YeHNs, BUa cTeHTa U BapuanTa TedeHust UbC
no Camm u coas, 2012.

1.7.2.8.2.2.1. BoccTaHoBIeHHE KOPOHAPHOTO KPOBOTOKA Y OOJILHOTO,
MOJIYYaIOIIETr0 NEPOPATIbHBIE AHTUKOATY SIHTHI

VY 60mbHBIX ¢ DI, MOCTOSHHO MPUHUMAIOIIUX TIEPOPATHHBIC AHTUKOATYJISTHTHI TIPU
pazsutiu OKC ¢ nogsemom cermenta ST, MeTooM BeIOOpa perepdy3nn Muokapaa
spisiercs neppruuHoe UKB, BbITIONIHSIEMOE palMaIbHBIM TOCTYTIOM.
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Ecnu 6onpHo# npuanmaer ABK, upeckorkxHoe KopoHapHOE BMEIIATETHCTBO MOYKHO
BBITIOJTHATH Ha €T0 (hOHE.

1.7.2.8.2.2.2. IlpakTrueckue pekomeHaanuu st 6oabHbIx OI1, momyyaronmx
HITOAKT B cityuae pa3zsutuss OKC

JlaHHBIN pa3zien peKOMEHIali OCHOBAH Ha 3IpaBOM CMbICIIE U MHEHUH JKCIIEPTOB.

B ciyudae pazsutus OKC pexomenayercsi BpemeHHo npekpatuts HITOAKT
HemennenHo HavaTh JBOMHYIO aHTUTPOMOOLMTApHYIO Tepanuio (y OOJBHBIX C
BBICOKMM PHUCKOM KPOBOTEUEHUN HayaTh C acUpHHa, a MHruoutop P2Y12 nobaButh
niocyie npekpamenus aericteus HITOAKT).

Hcnonp3oBaTh Masible 103bl acnupuHa (Harpy3ouHast no3a 150-300, exeaHeBHas
—75-100 mr) B coueranuuc P2V12 unruburopom (Tuxarpenop u mpasyrpen
NpEANOYTUTENbHEE KIIOMUA0Tpesia B BULY X Oosbiiel 3 PeKTUBHOCTH)

[locme mpekpamenuss aeicreuss  HIIOAKIT wawate napentepanshble  AKID
(mpeamoututenbHee GoHIAIAPUHYKC- KaK HanOosiee 0e301acHbIN)

B ciayuae OKC ¢ nogsémom ST — mpennoururensHee nepBuuHoe YKB, HO eciu
BO3MOXKHA TOJIBKO TPOMOOJMTHYECKAs —Teparus nu30eratb  MPUMEHEHUS
H®I'/Onokcanapuna 1o okonyanus aenctsust HIIOAKT

B cimygae OKC 6e3 nmogpéma cermenTa ST, eclii MO3BOJISET COCTOSIHUE OOJIBHOTO,
ayumie omiokuth nposeneHrne KAI/UKB no oxonwanusi pevictBust HITOAKI. B
KauecTBe aHTUKoaryJssHToB npu UKB npennoururensHenn ucnosp3oBare HOI' nm
OUBaMpyIUH

B cnyyae UKB mnpennodTuTeNnbHbIM SBISIETCS PaIualbHbIi 10CTyIl. ClieyeT UMETh B
BUy, uT0 TKBA 1o cpaBHEHHIO CO CTEHTHPOBAaHMEM MHHHMHU3UPYET CPOK MpUEMA
TporHOM Tepanuu. [IpennoyrurensHee nojap30BaTh TOJOMETALIMYECKUE CTEHTHI, TaK
Kak OHM MHUHUMM3HUPYIOT JumuTenbHocTh TpodHOW ATT. llenecooOpa3Ho Hayath
napenrepaibibie AKIT HeB3upas Ha Bpemst npuéma nocneanet no3sl HIIOAKT,
Cpel aHTUKOAryJISTHTOB - IPEJINOYTUTENIbHEE UCTIONIL30BaTh OWMBAIMPYAMH (KakK
KOPOTKOXHBYIIMI U OoJiee O€30MacHbIi), MpeKpaliarh ero BBEACHUE Cpasy Iocie
UKB. U36erate npumenenus uHruoutopos lib/Illa pemenTtopoB ngaxke B CIOKHBIX
CUTYyallUsIX.

[Ipy MHOXXECTBEHHOM MOPAKEHWU KOPOHAPHBIX apTEpHUil OTAaBaTh MPEINOYTEHHE
AKIII, 1a6p1 n36€x)ath JTUTETHHYIO TPOMHYIO aHTUTPOMOOTHIECKYO TEPAITHIO

[Tpu Bo3o6HOBIeHN HITOAKI nmeTs BBUY BO3MOKHOCTD CHIKEHUSI JTO3bI, a TAKKE
MaKCHUMaJIbHO CTPEMUTBCS K YKOPOUEHHIO ITEPUOAA JBOMHON U TPOMHON TEPAITUU
[Mpasyrpen u Tukarpemop He wusydeHsl B komOmHammu ¢ ABK/HAKI. 3Otux
KOMOHMHAIMI pa3yMHee u30erath

1.7.2.8.2.2.3. JlnurenbHas aHTUTPOMOOTHYECKAsE Tepanusi y OOJIbHBIX C
bubpumsiiueit npeacepauit, neperecumx OKC

CornacHO COBpeMEHHBIM pekoMeHpanus, OosbHbIM, nepeHeciuM OKC (kak c
nobeMoM, Tak M 0e3 moabema cermeHta ST), BHE 3aBUCHMMOCTH OT BBIOpaHHOMU
taktuky Jiedenuss (UKB wnum  menMkaMeHTO3HOE —JieueHHe) 1es1ecoo0pa3Ho
pOJOJDKATh JIBOMHYIO aHTUTPOMOOIIMTApHYIO TEparuio  (aleTHICATUIIMIIOBAs
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KHCJIOTa + KJIONMUAOTPEN WM THUKArpenop WIM Npacyrpel) B Te4eHue 12 Mecsies.
bonbHBIM @II, mepexuBmmM OKC, Take TtpeOyercs OIHOBpEMEHHAsS
npopUIakTUKa HHCYJAbTa M TOD C TOMOIBIO AHTUKOAryJsiHTOB, T.€.TpOMHas
aHTUTPOMOOTHYECKAs Tepamus, COCTOsILAs W3 acnupuHa, uHruouropa P2Y12
peuentopa (KJIONMMAOIpeN, Mpa3yrpeil Wi TUKarpeiop) U NEepopaibHOro
AHTUKOAryJIiHTa, YTO CYIIECTBEHHO YBEJIUYHMBAET PHUCK OOJBIIMX KPOBOTEUCHHIA.
[loaTomMy crHemyer CTPEMHUTbCS MAKCUMalIbHO COKPATUTh NEPUOJ  TPOMHOM
AHTUTPOMOOTUYECKOH TEPAITUU.

[Tpu YKB y 60mpHbIx OKC n @Il nenecooOpazHO OrpaHUYUTh HCIOJIB30BAHUE
CTEHTOB, BBIACISIONIMX JIEKAPCTBA, COCTOSIHUSMH, ACCOLMMUPOBAHHBIMU C BBICOKHM
PUCKOM  DPa3BUTHsI TpOoMOO3a CTEHTOB (CTEHO3 OOJBIION  MPOTSHKEHHOCTH,
NPOKCUMAJIbHOE IMOPAKEHUE NEPEAHEN HUCXOMAIIEH apTepuu, MOPAKEHHE MEIKUX
COCYJIOB, CaxapHbIii nuabeT W T.I.). B BhIIIENepEUnCIICHHBIX CIy4asx, CTEHTHI,
BBIICTIAIONINE  JIEKAPCTBA, MMEIOT  CYLIECTBEHHOE  IPEUMYILECTBO  IEpen
TOJIOMETAJUINYECKUMU.

JUnTensHOCTh TPOMHOM aHTUTpoMOOTHUEcKOi Tepanuu y 6oibHbIX DI 1 OKC B
3aBHCHMOCTH OT UMEIOLIETOCS PUCKA KPOBOTEUYEHHS M BUJIA CTEHTA IIPEICTABIICHA HA
puc. 20.

1.7.2.8.2.3. IlnaHoBO€ CTEHTUPOBAHUE KOPOHAPHBIX apTEPHUIL.

ITpy m1aHOBOM YpECKOKHOM KOPOHApHOM BMelIaTenbcTBe y 00ibHbIX ¢ DII u
CTaOMJILHOM MIIEMUUYECKOM 0O0JIE3HBIO Cep/LIa 11e1eco00pa3HO UMILIAaHTUPOBATH IOJI0-
METAUINYECKUN CTeHT. [IpUMEHEHUsI CTEHTOB, BBIACIIIOLIMX JIEKAPCTBA, CIIEAYET
u3berarb. VX uCMoONBb30BaHUE JOJHKHO OBITH CTPOTO OrPaHUYEHO OMNpe/esIEHHBIMU
CUTyaUusiMU (Hampumep, CTEHO3 OOJbIIONW NPOTSHKEHHOCTH, MOPAKEHHE MEJKUX
COCYJIOB, AMabeT U T.N.), IPU KOTOPBIX, KaK OXKUJIACTCS, CTEHTHI, BBLICISAIOLINE
JIEKapCTBa, UMEIOT CYLIECTBEHHOE MPEUMYILIECTBO MEPE] TOJIOMETANTNYECKUMMU.

[locne MmIaHOBOrO  YPECKOKHOTO  KOPOHAPHOIO  BMELIATENbCTBA  CIEHAYET
paccMOTPETh 11E1eCO00pPa3HOCTh KPATKOCPOYHOM TPOWHOW aHTUTPOMOOTHYECKOM
Tepanuu (aHtaroHucT BuTamuHa K (BapdapuH), aleTwicaluuuioBas KHCIOTa U
KJIOMUIOTPEN), C MOCIEAYIONIMM JIUTEIbHbIM (0 1 Tofa) NpuMEeHEeHueM CoYeTaHus
aHtaronucra ButamuHa K u  wimonugorpenom B go3e 75 wr/cyt  (wid
aLleTWICAIMLIMIOBOM KHUCIOTHI B J03¢ 75-100 Mr/cyT B cOY€TaHUU ¢ MHIMOMTOPOM
IPOTOHHOIO Hacoca, 610kaTopoM H2-perentopoB WM aHTaUIOM).

[Tocne MIAHOBOIO YPECKOKHOIO KOPOHAPHOTO BMEIIATENLCTBA I[PUMEHEHNE
TPOMHON aHTUTPOMOOTHUYECKOW Tepanuu (antaroHuct ButamuHa K (Bapdapun),
alleTWI- CAIMLWIIOBAs KACJIOTA M KJIIOMUAOIPEN) CIEAYET paccMaTpuBarh 10 KpaitHen
Mepe B TeueHue | mecsna B Cllydyae MMIUIAHTAlUK FOJIOMETAJUINYECKOIO CTEHTA U B
TeueHue Oosiee UTUTEIBHOTO BPEMEHHU IOCJE YCTAHOBKU CTEHTOB, BBIIEIISIOMINX
JekapcTBa (>=3 MecsleB U1 BBUICSIIOIIMX CHPOJIMMYC, >=0 MECSLEB Ui
BBIJICIISIOMINX TaKJIUTaKkcen). B manpHeiieM mpu HEOOXOIUMOCTH MPOIOIIKAIOT
Tepanuo KOMOMHaIuMel anraronucrom ButamuHa K (Bapdaput) ¢ K1onuaorpeiaom B
no3e 75 Mr/cyT (WM aueTWICATUIMIOBOM KHUCIOTHI B 1o3e 75-100 mr/cyt B
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COYETaHUM C MHIMOMTOPOM MNPOTOHHOIO Hacoca, OjokaropoMm H2-penentopoB mimm
aHTAIUIOM).

Y mnamuventoB ¢ @Il u o4YeHb BBICOKUM PHUCKOM TPOMOOIMOOIMUYECKUX
OCJIO)KHEHUH, BO  BpeMs  YPECKOKHOTO  KOPOHAapHOIO  BMEIIATENbCTBA
NPEANOYTUTENIbHEN HE MpepbIBaTh AHTUTPOMOOTHYECKOE JIEYEHHE aHTArOHUCTAMU
ButamuHa K (BapdaprHOM) M HCHONIB30BaTh Jy4EBOM JOCTyn Jaxe Ha (¢oHe
TepaneBTrdeckux 3Hadennii MHO (2,0-3,0).

Ecmu anTtaronuct Butamuna K (Bapdapun) wucCmonb3yercss B KOMOMHAIMH C
KJIOMMUJOTPENIOM WM MajblMA J103aMU  AUETWICAIULIMIOBOM KHUCJIOTBI, MOYHO
paccMoTpETh 1eJIECO00pa3HO TIIATEIBHOIO KOHTPOJISA UHTEHCUBHOCTH
AHTUKOAryJISIMUM M YMEHbIIeHUs LeneBbix 3HadueHnid MHO no HmxkHero mnpenena
TeparneBTUYECKOro aquanasona (2,0-2,5)

[Tocne xupypruyeckoil peBacKyisipuzai Muokapaa y O0oibHbIx ¢ DII mMoxkHO
paccMOTpPETh 11eTIeCO00Pa3HOCTh KOMOMHAIMH aHTaroHucTa ButamuHa K (Bapdaprna)
C OIHMM AHTUTPOMOOIMTApHBIM TpemaparoM B TeueHue 12 mecsmeB. OmHako 3Ta
CTpaTerus TIIATENbHO HE M3ydajach M ACCOLMMUPYETCS C IOBBILIEHHBIM PUCKOM
KPOBOTEUCHHUH.

1.7.2.8.3. Ilnanosas kapouosepcus

Y  OonbHbIX, mOABEprHyThIXx Kapauosepcuu (KB), noBeimaercs  puck
TpoMO0IMOOIMUECKUX OcoxkHeHUH. [lanmenTam ¢ mponomkutenbHOCThI0 DIT >48
4acoOB WJIM HEW3BECTHOW JMTENBHOCTBIO DIl pekoMeHayroTCs nepopasibHbIE
AHTUKOAryJISTHTHI (HarpuMep, antaronuct Butamuna K [BapdapuH] ¢ gocTikeHreM
MHO 2-3 wnu maburatpad npu Heknananuoit ®II) B teyenue >3 Henenb 10 u >4
HeJleNIb I0Cie KapJUOBEpCHHM BHE 3aBHUCHMOCTH OT cCIoco0a BOCCTaHOBIICHHS
CHHYCOBOIO pHUTMa (JEKTpUYeCKas WM [epopajbHasi/B/B  JieKapCTBEHHAs
KapAHOBEPCHs).

Ecmu y 6ompHOTO ¢ @I Hapymiena reMonuHamMuka u Tpedyercs HemeyieHHas KB,

pekomenayercst BBectu HOI' (BHyTpuBenHsIit 0omroc + nndysus) wiu HMI B no3ax,
NPUMEHSIEMBIX JJIS JIEYEHUS] BEHO3HBIX TPOMOO30B.
Ecim mmurensHOCTh npuctyna PII cocraBnsier >48 yacoB Wi HE U3BECTHA, MOCIE
HEOTJIO)KHOM  KapAHOBEPCHM  PEKOMEHAYETCS  HA3HAYUTh NIEPOpPATIbHBIE
AHTUKOATYJIIHTBI 110 KpaiiHell mepe Ha 4 Hezxenu (Takke Kak U I0Cie IUIAHOBOU
KapAMOBEPCHH).

ITarmenTam ¢ mumrenbHOCTBEO IpucTyna PII <48 yacoB U BBICOKUM PHCKOM
MHCYJIbTAa 1O W TIOCIE KApAMOBEPCUM DPEKOMEHIYETCS BHYTPUBEHHOE BBEICHUE
HE(PaKIIMOHUPOBAHHOTO  WJM  HM3KOMOJIEKYJIIDHOTO  TrelapyuHa B JI03aXx,
NPUMEHSIEMbIX JJIsl JIEYEHUS] BEHO3HBIX TPOMOO30B, a 3aTeM JJIUTENbHAs Teparus
antaronrcramu Butamuna K (Bapdapunom) ¢ nienesbim MHO 2,0-3,0.

Ecim mmurensHOCT npuctyna PII cocraBimser >48 4acoB WM HE U3BECTHA, JICUCHHE
NEPOPATILHBIMUA AHTUKOATyJIIHTaMU CJIEyET MPOJOJDKATh 110 KpaHer mepe 4 Henenu
IIOCJIE TUTAHOBOM KapINOBEPCHN.
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VY OOJBHBIX C BBICOKMM PpHUCKOM MHCYJbTa TEPAlUI0 MEePOPATbHBIMU
AHTUKOAryJsTHTaMU PEKOMEHAYETCS TMPOJOJDKATh JUIMTEIBHOE (HEOIPEIEIIEHHO
JIOJITOE) BPEMS.

AJBTEpHATUBOW JUIMTEIBHOW aHTUKOAryJSILUU NEPE] KapAUOBEPCUEN CITYKUT
UCKJIIOUEHHE  TpoMOO3a  JIEBOrO MpEACepausi M €ro Vyiika ¢ IOMOILBIO
YpECHUILEBOJHON 3XoKapauorpaguu Ha (OHE NPEABAPUTENILHO  CO3JIaHHOTO
TEpaneBTUUECKOIO YPOBHS AHTUKOAryJSIUM (HAIpUMEp, C MOMOIBI IerapvHa B
7103aX, IPUMEHSAEMBIX JJIs1 JIEYUEHHsI BEHO3HBIX TpoM0030B).IIpu oTcyrcTBHM TpoMba B
JIEBOM IIPEJCEPIUH U €r0 YIIKE M0 pe3yIbTaTaM YPECIUILEBOJHOMN dX0KapArorpadum
Heo0xoauMo HemeieHHO rpoBecTd KB Ha ¢oHe npoaonkaromerocss UCoiab30BaHUs
rernapuHa. OJHOBPEMEHHO HEOOXOIUMO Ha3HAYMTh aHTAaroHUCThl BUTamuHa K
(BapdapvH) MU OTMEHUTH TeMapuH TPHU JOCTIKEHMU IeneBbix 3Hayenuit MHO.
[IepopasibHbIE aHTUKOATYJIIHTBI CIIEAYET MPOJAOJDKATh, 10 MEHBILIEH MEPE, B TCUCHUE
4 menenp nocne KB.

Eciu npu upecnuieBoiHOM 3X0KapaArorpaduu BhISIBIEH TPOMO, B TEUEHHE T10
MEHbIIEW Mepe 3 Henenb PEKOMEHIYETCS NPOBOAWUTH JICYEHHE AHTArOHHWCTOM
ButamuHa K (Bapdapunom) c¢ unenesbiv MHO 2,0-3,0 um 3ateM NOBTOPUTH
YPECHMILEBOIHYIO 3XOKapauorpaduio, 4ro0bl yoenuThest B pacTBopeHur tpomoda. o
MHeHUI0 Poccuiickux skcnepToB y OOJBHBIX C HU3KMM PUCKOM KPOBOTEUYEHUH, IpU
OTCYTCTBUH IIOYEYHOM HEJAOCTAaTOYHOCTU B KAayeCTBE AHTUKOATYJISIHTA MOXET ObITh
TaKXX€ MCIOJIb30BaH HU3KOMOJICKYJISIPHBIM I'elapyH B J103€ Ul JICUYEHHs] BEHO3HBIX
TpoMOO030B (PHOKCAMapyH O] KOXKY JKUBOTa B /o3¢ 1 Mr/kr 2 pasa B cytku). Ecim
Opy TOBTOPHOW YPECHMIIEBOAHOW 3XOKapauorpaguu BBIBIEHO PAaCTBOPEHHE
TpomOa, cieayeT NPOBECTH KapAMOBEPCHIO M MPOJOKUTH IMPHEM IEpOPAIbHBIX
AHTUKOATYJITHTOB B TeueHHE 4 HeNesb WM MOXKU3HEHHO (TpU HaTUuuM (HakTOpoB
pHUCKA).

Ecnu mnpu mOBTOPHOI UpecHMIEBOAHOW 3XOKapauorpaguu  BBISIBICHO
pacTBOpeHHe TpoMOa, CIIEAyeT MNPOBECTH KapAUOBEPCHUIO WU MPOAOIKUTH MPUEM
NepOPAIbHBIX AHTUKOAryJISTHTOB B TeUeHHE 4 HEJeNb WM HOXKU3HEHHO (IIPU HAJIMYUN
(bakTOpOB pUCKa).

Ecmu 1o fgaHHBIM  TOBTOPHOM  YPECHMIIEBOAHON  3XOKapauorpaduu
coxpaHsieTcss TpOMO, MOYKHO PacCMOTPETh BOIIPOC 00 aJITEPHATUBHOM CTpaTeruu
Je4eHus (KOHTPOJIb YaCTOThI CEPICUHBIX COKPAILICHUI).

IIpu xapauoBepcny y NAlMEHTOB € TPENEeTaHUEM NPEICEpAUl pEKOMEHyeMast
CXeMa aHTUKOATYJISIIIY aHATIOrMYHA TaKoBOH y 00mbHBIX ¢ DI

Y OonbHBIX C (pakTOpaMu pHUCKa HWHCYJIBTa TEpanuio NepopaIbHbIMU
AHTUKOAryJsTHTaMU CJIEAYEeT IMPOJOJDKATh MOXKHM3HEHHO, JAXKE B CIIydyae CTOMKOIO
COXPAHEHUsI CUHYCOBOI'O PUTMA I10CJIE KAPAUOBEPCHH.

Ecimu pymurensHocts @I cocraBnsier <48 yacoB Uy OOJILHOTO OTCYTCTBYIOT
(daxkTopel pucka TPOMOOIMOOINYECKUX OCIOKHEHHH, 0 M TOCie KapJHOBEPCHU
MOTYT OBITh HCIIOJIb30BaHbl BHYTpHUBEeHHOE BBeAeHne HOI wim noakoxHbie
uabekimn HMI' B 103ax, peKOMEHIyeMbIX JJisi JICUEHUs] BEHO3HBIX TpoM0O030B. B
NOJOOHBIX ~ ClIydasX [MepopaibHasi AHTUKOATYyJSIMs IOCJA€ BOCCTAHOBJICHHUS
CHUHYCOBOI'O pUTMa HE TpeOyeTcs.
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besonacnocts ncnonws3zoBanus HIIOAK nipu npoBeeHnn miaHoBOM KapAXOBEPCHN
LIEJICHAIIPABIICHHO HE U3y4aJIach.

Jlannbple, mnomydeHHble B wuccienoBaHuu RELY, HPOJAEMOHCTPUPOBAIIA
BO3MOXHOCTh mpoBenieHust KB Ha Qone npuema maburatpana, mpu yCIOBUHM €rO
npuémMa Kak MUHUMYM B T€4eHHE 3-X Henenb 10 KB, Bo Bpems U B T€UEHUE HE MEHEE
4 nenenp nocne KB. IlosToMy skcrniepThl yka3zanu Ha BO3MOKHOCTH ITpoBeaieHust KB y
oonpabix DI, Ha (doHE mnpomoIDKAIOIICHCS Tepanuu JaburaTtpaHoMm, 0e3
JIOTIOJIHUTENBHOTO UCTIONIb30BAHUS APYTUX aHTUKOATyJIIHTOB

B nponecce nposenenus uccnenoanuii ARISTOTLE u ROCKET-AF, B koTOpbIX
¢ Bap(hapvHOM CpPaBHUBAIKCH alMKca0aH U PUBAPOKCAOaH, TakKe ObUTH MAlMEHTHI,
KOTOpbIM mpoBoawiack KB, HO WX KOMMYecTBO ObUIO HE3HAYUTENILHBIM, YTOOBI
pexomenoBath 3ty ABa HIIOAKI B kauecTBe aHTUTPOMOOTHUECKOM MOIICPIKKH JIJISt
KB.

DakTOpOM, OMNPEACIAIONIMM JUTUTEIIBHOCTh AHTUKOATYJISIHTHOW TEpanuu MOCie
KB, sBisiercs umerommiicss y OOJIBHOTO pUCK MHCYJIbTa U TO. Y mauueHToB ¢
dbakTopaMyi pHUCKa HUHCYJbTa WM BBICOKOM BepOATHOCTBbIO peuuauBa DI
NIEPOPATILHBIE AaHTUKOATYJISIHTHI CIEAYET IPUHUMATh JJIMTENIBHO, BHE 3aBUCUMOCTH OT
Toro, OyayT OTO aHTaroHUCThl BUTaMuHa K WIM HOBbIE MEpPOpalIbHBIC
AHTUKAOTYJISIHTBHI.

1.7.2.8.4. Kamemepuas abnayus 1e6020 npedcepoust

Bo Bpems mpoBeneHusi KaTeTepHOM abJaluu nmpu DIl  BO3MOXKHO
MPOIOJDKEHUE JICUEHHs] TIepOPAbHBIMU  aHTHKOATYJISIHTAaMH  (BapdapuH) CO
camxeaneM MHO no 2,0.

B ciydae ucnons3oBaHusS TEPIUHM «MOCTa» Tepes] BO3OOHOBICHHEM Teparuu
NEPOPATILHBIMUA AHTUKOATYJISIHTaMU (KOTOPYIO CIIEAYET MPOJOHKATh KAK MUHUMYM
3 Mecsua) BO3MOXKHO HCIOb30BaHUE JedeOHbIx 103 HOI' mmu HMI. Ilpu
MPUHSTUM PEIICHUS O MOCIEAYIOMIEH JUIMTEIbHOCTU JICUEHUSI aHTUKOAryJITHTaMU
CIIEIyeT YYUTHIBATh HAIMUME (PaKTOPOB PUCKA UHCYJIbTAa Y KOHKPETHOTO OOJIBHOTO.

[Tponomkenne JIUTEILHON TEpalU MEPOPATBHBIMA AHTUKOATYJITHTAMH T1OCJIE
abnanuu PeKOMEH]IyeTCsl BCeM MalleHTaM ¢ yrciaoM 6amioB 1o mkaie CHALDS,-
VASc> 2, He3aBUCUMO OT Ka)XyUIErocs ycrexa npoueaypsl.

OnbiT npumenenua HITOAK orpanuyes.

1.7.2.8.5. Ocmpoiu uwemuueckut uHcyibm

OcCTpplil UILIEMUYECKUN WHCYJBT HEPEAKO OKa3bIBAETCS NEPBBIM IPOSIBICHUEM
®II, yuutpiBas yactoe OECCHMITOMHOE TEYCHHE apUTMUU. TakThKa BEACHUS
10JT0OHBIX OOJIFHBIX U3yU€HA HEJAOCTATOYHO. B TeueHue nepBrIx 2-X HEJENb 10CIIe
KapAM0AIMOOIMYECKOTO MHCYJIbTa OTMEYaeTcs Haubosiee BBICOKUNA PHUCK €ro
peluanBa, CBSI3aHHOTO C MOBTOPHOU TpoMOo3MOonuelt. OIHAKO aHTUKOATYJISIIIHS
B OCTpyl0 a3y HHCYJIbTa MOXKET NPUBECTH K PA3BUTHIO BHYTPHUEPEITHOTO
KPOBOTEUECHHSI UJIM TeMOpparndeckoit Tpancopmaiiu napapkra mMosra.

VY nanuentoB ¢ @Il u octpeiM umeMuyeckuMm uHCynbTOM uiau THUA mnepen
HA4yaJIOM AHTHUKOAryJSIHTHOM Tepanuu HEoOXOJUMO OO0ECHeYHTh aJeKBaTHBIN
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KOHTPOJIb apTEPUATILHON THIEPTOHUU U TPOBECTH KOMIIBIOTEPHYIO UM MAarHUTHO-
PE30HAHCHYIO TOMOTPA(HIO TOJOBHOTO MO3Ta JUIsl UCKIIOYEHHUS BHYTPUUYEPEITHOTO
KPOBOU3JIUSHUS.

[Ipy BO3HMKHOBEHMHM HIIEMHUYECKOrO MHCYJIbTa Ha (OHE Tepanuu
NEPOPATbHBIMA AHTUKOATYISIHTAMH, MPUMEHEHHE TPOMOOIUTHUYECKOW Tepamuu
TKAHEBBIM aKTHBAaTOPOM IIJIa3MHHOI€HA B NIEpBhIE 4,5 yaca OT ero BO3HUKHOBEHUS
NpOTUBOMNOKAa3aHo. YuuTkiBas nepuoi nonyBbiBeAeHus HIIOAKI (8-17 uacos),
TpoMOONIUTHYECKAsT Tepanusi HE MOXKET ObITh MpoBeAeHa paHee 48 yacoB mociie
nocnenuero npuema HITOAKI. [Ins yTOouHEHHS TPOAOJDKAOLIETOCH ACHCTBUA
HITOAKI', MOXHO HCIIOJIB30BaTh HEKOTOpHIE JJabopaTopHble noka3zarenu - AUTB
(mms paburatpaHa) WIM MNPOTPOMOMHOBOTO BpeMeHU (I puBapokcabaHa U
anucka0aHa): eciau 3TH JIabopaTOpHbIE IOKa3aTeNId MPEBHIIIAIOT HOPMAJIbHbBIE
3HAUCHUS, TMPOBEJECHUE TPOMOOIUTHUYECKOM  Tepanmuu  MPOTHUBOIOKA3AHO.
AnpTEepHaTUBBIM METOJOM JIEYEHUS B TAaKOM CHUTyaluu CJIEAYeT paccMaTpUBaTh
MEXaHUYECKYH0 PEKAaHAIU3aLNI0 OKKIO3UPOBAHHON apTEPUH.

Knunnueckue wuccienoBaHus, IOCBSIICHHBIE BONPOCY BO30OHOBIICHUS
AHTUKOATYJSTHTHOM TEpanuMu IOCJe IEPEHECEHHOIO MIIEMHYECKOr0 HHCYJIbTA,
OTCYTCTBYIOT.

Ecimu y GonbHOro ¢ @Il Bosznukiia TUA, HUCKIIOUEH MHCYJIBT U HET PHCKA
KPOBOTEUEHHUSI, CJIEAYET pPacCMOTPETh LEIECOO0Pa3HOCTh CKOpPEWINEro Havala
JICYECHMS] AHTHKOAryJISTHTaMHU.

[Ipu UILIEMUYECKOM MHCYJIBTE U OTCYTCTBUU BHYTPUUEPEHOTO KPOBOTECUEHUS
BOIIPOC O HA3HAYEHUH MEPOPAIbHBIX AHTHKOATYJISIHTOB JIOJKEH paccMaTpUBAThCS
IIPUMEPHO Yepe3 2 HEAEIH MOCIIE IU30/a.

Ecnu umemuyeckuid MHCYJIBT UMEET OOJIbIINE pa3Mephbl, AHTUKOATYJISIIUIO
1eJ1eCO00pa3HO OTIIOKHUTh, YUUTHIBAs PUCK T€MOpparuyeckou TpaHchopmanuu
oyara UHCYJIbTa.

[Tpy HanM4MKM BHYTPUYEPEITHOTO KPOBOTEUEHUSI HA3HAYATh AHTUKOATYJISIHTHI HE
cienyer.

HekotopslMu  3KcnepTamMu  BBICKA3bIBA€TCS  MHEHHE O  3aBUCUMOCTH
BO300OHOBJICHHSI TIpHEeMa  TMEpOpalbHBIX AaHTUKOATYJSIHTOB  (BapdapuHa WiIH
HITOAKT') oT TsoKecTM HMHCYJbTa: HpH HEOOJBIIOM, KIMHUYECKU HETSKEIOM
UIIEMUYECKOM HMHCYJIbTE, aHTUKOATYJITHTHASL TepaIns MOKET ObITh BO30OHOBJIEHA
yepe3 3 AHA; IPU UIIEMUYECKOM MHCYJBTE CPEIHEU TSKECTH — 4epe3 6 AHeH, a
npu OOJIBIIKUX UHCYJIbTAX — HE paHee, ueM dyepe3 2-3 Helemnu.

Ecnu y 6onbHoro ¢ ®I1 Ha goHe aeKBaTHO MPOBOAMMON aHTUKOATYISTHTHOM
Tepaliui C HKCIOJIb30BaHWEeM aHTaroHucrop ButammHa K (MHO 2,0-3,0)
pa3BUBAETCS MIIEMHYECKUI WHCYJIBT WJIM CUCTEMHAas TpPOMOOIMOOIHS, CTOUT
PaccCMOTPETH 11€J1IeCO00PA3HOCTh YBEINYEHUSI MHTEHCUBHOCTH aHTUKOATYJISIIUU J10
nuarazona MHO 3,0-3,5, a He mpucoeiMHEHNS aHTUTPOMOOIIUTAPHOTO Mperapara.

1.7.2.8.6. Ocmpyli 2cemoppacuyeckutt UHCy1ibm

Cpenn Bcex OONBHBIX C BHYTPUYEPENHBIMU KpoBoTeueHusmu, 12-14%
MPUXOJIUTCS HA MAMEHTOB, MOJYYAIOUIUX TEPANUIO0 aHTaroHUuCcTaMu ButamuHa K.
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Ecnu remopparudeckuii nuucynbT pa3Buiics Ha pone npuema ABK (Bapdapun),
B KaU€CTBE aHTHUJI0Ta BO3MOXKHO HCIIOJIb30BaHue BUTaMuHa K.

VYV HITOAKT noka HET aHTUJIOTOB, IO3TOMY C T€MOCTATUYECKOU LETbI0O MOXKET
OBITh HCIIOJIb30BAHA CBEXKE3aMOPOKEHHAsl IUIa3Ma KPOBU WM KOHLEHTpAT
npoTpoMOuHOBOTO KoMIuiekca. Koporkuii nepuos monyseiBeaernss HITOAKT (8-
17 yacoB) cienyeT TakKe yUUTbIBATh NPU MPUHATHH PELIEHUS O TEMOCTATHYECKOU
Tepanuu.

[Ipy BBICOKOM pHCKE KapAuOIMOOJUYECKHX OCIOXHEHUH U HU3KOM PHUCKE
INOBTOPHBIX ~ BHYTPUUYEPENHBIX  KPOBOTEUEHUH  Tepamus  NEepOpaIbHBIMU
AHTUKOAryJTHTAMH MOKET OBITh BO300OHOBIEHa uepe3 1—14 nuelt mocne
BHYTPUYEPEITHOTO KPOBOTEUEHUS, BBI3BAHHOTO OOpaTUMOI mNpuuHMHYy (TpaBMa
yepena).

IIpy  CHOHTAaHHBIX  BHYTPUYEPENHBIX  KPOBOTCYEHUSX,  HAa3HAYCHUE
antaronuctoB ButamuHa K (Bapdapun) m HOAK nportuBomnokazano. Takum
OOJNBHBIM CJENYEeT MCHOIb30BaTh HE(APMAKOIOTUIECKUE METOIbI MPOPUITAKTHKI
UHCYJIbTa U TO (OKKIIIOAEpHI YIIKA JIEBOTO IPEACEPAMs).

1.7.2.8.7. BonbHbie ¢ XpOHUUECKOU O0Ne3HbIO NOYEK.

Xponuueckasi 0one3np novek (XbBII) co cHuxkeHHeM KIHMpeHca KpeaTMHUHA
(KK) < 60 wu/mMuH sBIseTCd HE3aBUCHUMBbIM  (PaKTOPOM  pHUCKA  Kak
TPOMOOIMOOIUYECKUX, TAK U TEMOPPAruyecKuX OCI0XKHEHUH y OonbHbIX ¢ DI
[Tpumenenue antaronuctoB ButamuHa K (Bapdaprn) 3HaUMTEIBHO CHIXKAET PUCK
TPOMOOAIMOOJTUYECKUX  OCJOKHEHUW,  OJHOBPEMEHHO  TMOBBIIAs  PUCK
KpPOBOTE€UEHUM. J[IUTENbHBIA KIMHUYECKUM OIBIT MPUMEHEHUS AHTArOHUCTOB
ButamuHa K (Bapdapun) y O6onpHbix ¢ XBII, gam ocHoBanme mpUMEHSTH HX
OCTOPOKHOCTBIO Y OOJIBHBIX C YMEPEHHBIM U BhIpakeHHbIM cHIKeHneM KK, B Tom
gucie < 30 mi/MuH.

Kimanueckne wuccnenoBanusa ¢ HIIOAKI, B KOTOpBIX y4acTBOBAJO
3HAYUTEIbHOE YHUCIIO OOJBbHBIX, UMEBIIMX JIETKYIO U cpefHioro crenedb XbII co
cumwkenneM KK nmo 30-50 mu/mMuH, NOpoaeMOHCTPUPOBAIM HEOOXOIUMOCTH
pPEeryisipHOM OLICHKM (PYHKIMU MOYEK NP JIUTETBHOM IpUEME MepOpaIbHBIX
aHTUKOAryJasHTOB. OJHAKO B MCCIEIOBAHMSIX, MOCBSIIICHHBIX 3(PPEKTUBHOCTH U
Oe3omacHOCTH JabwrarpaHa W puBapoKcabaHa, HE BKIIOYAINCH MAIMEHTHI C
KIupeHcoM kpeatnHuHa < 30 MJI/MUH, a BeIMYMHA KIUpEHCa KpeaTuHUHA < 25
Mi/MuH  Obuia  KputepueM uckimouenuss B uccaepoBanun  ARISTOTLE,
u3ydaBiieM 3¢QGEeKTUBHOCT, M 0€30MacHOCTh amukcabana i Tpo(HIaKTHKA
TpoMOOIMOONHUi y GonmbHBIX ¢ HekimamanHod PII. 3Tto olOycnoBieHO TeM, YTO
HOAK B 3HaunTeNbHOMN CTENEHU BBLIBOIITCS IMOYKAMU. DTO OCOOEHHO BAXKHO IS
naburaptana, 80% KOTOpPOro BBIBOAUTCS IMOYKAMU U MEHEE CYILIECTBEHHO IS
puBapokcabaHa U anuMkcabaHa, MOYEYHBIN MyTh JIMMHUHAIIMNA KOTOPBIX COCTABIISCT
35% u 27% cootBerctBenHo. Hanmuuue XBII co camxenuem KK Huxe 60 mi/mun
TpebyeTr cHmkeHusi n03bl HIIOAKI'. Pekomenpanuu mo aHTUTPOMOOTHYECKOM
tepanuu y 0osbHbIX ¢ DII 1 xpoHuueckoil 00JIE3HBIO MOYEK MPUBEICHBI paHee B
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pazaene «lIpakTuueckue cooOpakeHUS W KOHTPOJIb 3a O€30MacHOCTBIO  TIpHU
JICYEHUH HOBBIMU NEPOPATIbHBIMU AHTUKOAryJISIHTaMU» U Tadu. 10.

Taboauna 10
Pexomenayembie 10361 HIIOAKT y 60JIbHBIX ¢ XPOHUYECKOI 00J1€3HBIO MOYEK
daktop JlaburaTtpan Puapoxcaban Anukcaban
Pazpemiens! k KK > 30 mn/mMun KK > 15 mn/mMun KK > 15 mn/mMun
MPUMEHEHUIO eCITH
Wzmenenne no3er | KK > 50 mur/mun KK > 50 mu/mun KpeaTunuH nna3mel >
He Tpebyercs ecnu | (150 mr x 2 pasza B (20 mr x 1 pa3z B nenn) | 1,5 mr/an
JICHB) (5 mr x 2 pasa B JIeHB)
WN3menenns no3er | KK =30-49 mu/mun | KK =15 -49 mn/munr | KK = 15-29 ma/mun
mpu XbI1 (110 mr x 2 paza B (15 mrx 1 pa3 B IeHb) | WJIK KPEATUHHUH
JICHbD ) UI1asMel >1,5 Mr/on
(2,5mru2pasas
JICHB )
[Ipumenenue He KK < 30 mu/muH < 15 mu/mMuH < 15 mu/mMuH
MOKa3aHo

KK-knupeHc kpeaTuHrnHa

1.7.3. Hehapmaxonocuueckue memoovt npopuiakmuku uHcyibma

Yuiko 5eBoro mnpencepAusi CUUTACTCI OCHOBHBIM (HO HE €JUHCTBEHHBIM)
MecTOM 00pa3oBaHHsl TPOMOOB, KOTOpPHIE MOTYT MPUBOAUTH K HIIEMHYECKOMY
VHCYJIBTY Yy manueHToB ¢ OII.

Xupypruveckass pe3eKiusl WiId YIIMBaHHWE YIIKa JIEBOTO MPEACEepPAus 4YacTo
BBITIOJHAIOTCS (KaK COIyTCTBYIOIIAs TIPOLIEypa) BO BpeMs OMepalud Ha
OTKPBITOM cepare. B mocnegHee Bpems Obutk pa3paboTaHbl MajJOWHBA3UBHBIC
AMUKAPANATBHBIC W WHTCPBECHIIMOHHBIE TPAHCCENTAIBHBIE METOJWKU OKKITFO3UU
OTBEPCTHSI YIIKA JICBOTO TPEICEPAVs B IENAX CHUKCHHUS PUCKA MHCYJIbTA. DTH
IPOLEIypbl M YCTPOMCTBA MOTYT CIY)XHTh albTCPHATUBOW TICPOPATBHBIM
aHTUKOAryJssHTaM y 00JbHBIX ¢ PII ¥ BHICOKUM PUCKOM WHCYJIbTA MPU HATAYUHU
MIPOTHUBOIIOKA3aHUN K JJTUTEIHPHOMY IMPUEMY TEPOPATBHBIX aHTHKAOTYJISHTOB. B
HEPaH/JIOMHM3UPOBAHHBIX  HAOJIOJATENBHBIX  HCCIICAOBAHUSX,  BKIFOYHMBIIUX
OTHOCUTEJIFHO HEOOJBIIOE YHCIO MAalMeHTOB, ObLIa IOKa3aHa BO3MOXKHOCTb
BBITOJIHEHUS YPECKOKHOM OKKIIIO3UH YIIIKA JIEBOTO Mpezacepaus. B Hacrosiee Bpems
JUI KIIMHUYECKOTO HCIOJIb30BaHus B EBporie HOCTYMHBI JBa CaMOPACIIUPSIOIIMXCS
YCTPOMCTBA, KOTOpPBHIE TPAHCCENTAIBHO BBOJATCS B VIIKO JIEBOTO TMPEICEPIHS:
WATCHMAN (Boston Scientific, Natick, MA, USA) u Amplatzer Cardiac Plug (St.
Jude Medical, St Paul, MN, USA), HO UX OIleHKa B KOHTPOJIMPYEMBIX HCCIICIOBAHUSIX
MIOKa HE 3aBEpILCHA.

XOTS KOHIENIUS OKKJIIO3WU YIIKA JIEBOTO TMpeacepausi MPEeaCTaBIsSETCS
000CHOBAaHHOM, B HACTOAIIEE BpEeMsI HEIOCTATOYHO JAaHHBIX 00 3P deKTUBHOCTH
u 0e30MacCHOCTH, YTOOBI MOXXHO OBLIO PEKOMEHJIOBATh 3TOT IOJAXOJ BCEM
nanueHtam ¢ ®PII, kpome Tex, KOMy MPOTHUBOIMOKA3aHa JJIUTEJbHAs TEparus
NepopaTbHBIMU aHTUKOATYJITHTaAMU.
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2. KEJYJOUYKOBBIE APUTMHUUA

2.1. KEJYJIOUYKOBASA SKCTPACUCTOJIMA U
HAPACHUCTOJIUA.

2.1.1. Kenyooukoeasn IKcmpacucmousi.

[IpexxneBpemenHast (110 OTHOIICHHIO K OCHOBHOMY PUTMY) dJIEKTpUUYECKas
aKTUBAIIMS CepAlla, MHIYIIUPOBAHHAS UMITYJIbCOM, HCTOYHUK KOTOPOTO HaXOIUTCS
B HOXXKKaxX WJIM pa3BeTBICHMIX nydka ['uca, B BojokHax [lypkunbe mim pabouem
MHOKapPJIE KETYyJOUKOB, HA3bIBACTCS }KEHYI[OIIKOBOP'I HKCTPACUCTOJION.

2.1.1.1. ITaTodu3uoiorus.

MexaHu3mMbl TOBTOPHOTO BXO0/a BOJHBI BO30YKIACHUS(IIPEXKIE BCEro) WU
TPUITEpPHAs  AKTUBHOCTb,  MHULUMUPYEMas  PAaHHUMU  WIM  [O3JHUMU
NOCTACTONSAPU3AIMAME, B MOJABIISIIOIIEM OOJBIIMHCTBE CIy4aeB JIEKaT B OCHOBE
xemyaoukoBo  skcrpacuctomuun  (JK3).  [Ipyrme mexaHusmbl  (yCHIIEHHE
HOPMaJIbHOT'O aBTOMAaTU3Ma, IaTOJIOTMYECKUI aBTOMATU3M) MEHEE BEPOSITHBI.

2.1.1.2. PacnpocTrpaneHHOCTh. [IpyuMHBI BO3HUKHOBEHMSI.

Onunounas KO Hepeako peructpupyercs npu 3anucu crasgaptHor OKI
y 3IA0pPOBBIX JHI[ MOJIOAOTO U cpeanero Bo3pacta(0,5-2% ciyuaeB), u ellle yaiie
oOHapy>XMBaeTcsi y HHUX C [IOMOIIbIO aMOyJlaTopHOro XoJTEPOBCKOTO
mounutopupoBanus OKIT (XM OKI'). KonuyectBennsie mnpossiaeHus KO
yBEJIMYMBAIOTCA C Bo3pacToM. bosee crnoxubie popmbl XKD (mapHasi, MOJIUTOIHAS,
CM. HIDKE) TaKK€ MOTYT OOHApyXUBAThCA y 3/IOPOBBIX JHI], HO WX MOSBICHUE
O0ojee BEpPOSITHO B CBS3M C HAJIMYAEM OCHOBHOTO 3a0o0jeBaHuUs, Kak
THONIOTUYECKOTO  (pakTopa. OCHOBHBIMH TPHUYMHAMH BO3HUKHOBEeHHs KO
spisioTest Xponudeckas MBC, mocTtuHGbapKTHBIN KapauOCKIepo3, TUNepTpodus
MuoKkapaa (00yCIIOBICHHAsT apTEePHATBHON TUTIEPTOHUECH, MTOPOKAMHU a0PTAITLHOTO
KJlaraHa W JIp.), BOCHAJIWTENIbHBbIC 3a00JIeBaHHS MHOKap/a, KapAHOMHOIATAN
(munmaTarmoHHas, TUNEPTpodUYECKas, AapPUTMOTEHHAs JHUCIUIA3Ws MHOKap/a
paBoOro >KelyAouyka WU Jp.), UHQUIbTpaTUBHbIE 3a0oseBaHus Muokapaa. KO
MOXKET OBITh  CIICICTBUEM  IJIMKO3UJAHOM  MHTOKCHUKAIMU, TPUMEHEHUS
aHTHApUTMHUUECKUX TpenapaToB (mpexzae Bcero I kmacca [[A kiacca: XuHUIUH,
npokanHamuj, aiimanut; [C kiacca: ’TMO3UH, dTAlIM3UH, ajllanvuHuH ], pexxe — III
Kjacca [coTanon, amuonapoH]|). Hapymenus snekrponutHoro — OanaHca

(FI/IHOK.’:UIGMI/IH, FI/IHOMaFHeMI/IH) TAKKC MOT'YT OBITh HpH‘IHHOﬁ BO3HUKHOBCHMH
XD0.

2.1.1.3. lnarnoctuka. KinHnvyeckue nposiBjieHus.
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IIpu KD pe3ko Hapymaercs MOCIEAOBATEIBHOCT  BO30YXKICHHUS
KEIyNOo4yKoB. Jlenmossipu3anysi HAa4MHAETCS C MHOKAapAa TOro JKelyAodKa, B
KOTOpOM pacnojiaraercsi MCTOYHMK KD, M yX MOTOM BOJIHA BO30YXKIEHUSA
pacnpocTpaHseTCsl HA MPOTUBOIOJIOXKHBIN ey 1ouek. Beneacresue storo, Ha OKI
HaOmonaercst pacmupenue (ooeiuHo O6osnee 0,12 ¢) u gedopmanus KOMILIEKca
QRS, mopdonorus KOTOPOro ompenensercs aHaTOMHYECKUM pacloyIOKEHUEM
UCTOYHUKA 3KCTpacucToiuu (puc. 21). DKCTpacUCTONbI, UCXOASAIIME U3 JIEBOTO
KEITyJI0uKa, TMPOSIBISIOTCS BBICOKUM, PACIIMPEHHBIM, HEPEAKO 3a3yOpEHHBIM
3ybnom R, peructpupytommmcs B TpaBbIX TpyAHbIX oTBeaeHusX. llpu
MIPABOXKENYTOYKOBBIX OJKCTPACHUCTONAX, BBICOKMA W pacHIMpeHHbIH 3y0er; R
XapakTepeH JUIsl JIEBbIX TPYIHBIX OTBeIeHUN. MoOryT HaOmIoAaThCs pa3iuyHbIC
BapuaHThl KoH(purypammu komiiekcoB QRS, B 3aBucumoctn 0T TOTO,
pacnojiaraeTcsi JIM HCTOYHUK OSKCTPACHCTONMH B OOJACTH NEPErOpPOJAKH WIIN
CBOOOJHON CTEHKM MPaBOTO WM JIEBOTO JKETyJI0uKa, Onrmke K Oa3allbHbIM WIIN
anukanbHbIM oTnenaM. CermeHT ST u 3y0er; T 0ObIYHO HAmpaBlIEHBI B CTOPOHY,
IPOTHUBOIOJIOKHYIO ITpeodIaiaoieMy OTKIOHeHUI0 koMiiekca QRS.

MK
v |

f
I

| | | |
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Puc. 21. OquHouHas *elxyJJouKoBas dKcTpacuctona(obo3Hauena crpenkoit). TTKII
— MOJiHasg KoMmIeHcaToHas mnay3a. 2RR — 1Ba HOpManbHBIX CEpIIEYHBIX LIMKJIA.
(XonrepoBckass MoHUTOpHAs 3anuck DKI).

K3, ucxonsmue U3 OJHOTO HCTOYHMKA (MOHOTOIHBbIE), XaKTEPU3YIOTCS
onMHAKOBOW Mopdororuein komiiekcoB QRS u mocrosHHON ((DUKCHPOBAHHOMN)
BEJIMYMHOW MHTepBaia cuersieHus. IloauTonmHas 3KCTpacuCTONMS MPOSBIAETCS
paznuuabiMH  TI0 ¢dopme KomiuiekcamMu QRS, BO3HUKAIOMMMH C pa3sHBIM
WHTEPBAJIOM CLEIUIeHUs. Ecim 3KCTPaCUCTONMYECKHM KOMIUIEKC HAKJIAAbIBACTCS
Ha 3yOen T npenmectBytouiero kommiekca QRST ocHoBHOrO puTMa (CHHYCOBOTO,
GubpwIIUMU Tpenceparit u Ap.), T.€., €CM OTHOUIEHUWE MHTEpBaJia CUCIUICHUS
KO k mnmurensHOcTH MHTEpBana QT Komiuiekca OCHOBHOTO puTMa MeHbplIe 1, TO
Takasi HKCTPACHCTOJIMS HA3bIBACTCS paHHEW WM 3KcTpacuctonnel tuna R ma T
(R/T). CMbICa BBIAENEHUS 3TOrO THUIA YKCTPACUCTOJMHU 3aKIIFOYAETCS B TOM, UTO,
IpU HAJIUYMKU OINPEIACICHHBIX JIONOJHUTENBHBIX YCIOBUM, HMEHHO pPaHHUE
HKCTPACHUCTOJIbI, Yallle BCEro, MHAYLUUPYIOT PA3BUTUE KEIYAOUYKOBON TaxUKapauu
u GUOpWLIAIUU KeInyJoukoB (cM. Huxke). Kpome Toro, oHm B HamOoibiei
CTENEHU TeMOJMHAMUYECKUA HEMOJIHOIEHHBI, TaK KaK MMEIOT CHIKCHHBIH 00BheM
W3rOHAEMOM KpPOBM 3a yHIap, M3-3a PE3KOr0 YKOPOYEHHs  BPEMEHU
JIUACTOINYECKOTO0 HAIOJIHEHUS KEITY TOYKOB.
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Nuorma MmoxkeT npociiekuBaThCs KPATHOCTD MOABICHUS /KD 3KCTPAacuCTON B
OTHOIIIEHUU K CHUHYCOBOMY PHUTMY, YTO MUMEHyeTcs ajiopurMmueii. CocTosiHus,
MPU KOTOPBIX SKCTPACUCTOJIA SIBISETCS KaXXbIM BTOPBIM, TPETHUM WJIU YETBEPTHIM
COKpallleHUEeM, Ha3bIBalOTCsI OW-, TPU- U KBAJAPUTreMUHHEH, COOTBETCTBEHHO
(puc. 22). XKD Moxer ObITb OAMHOYHOW M mapHou (puc.23). Tpu u Oomnee
CIIEIYIOIIMX TOAPS )KEIYJOUKOBBIX IKTOMMYECKUX KOMIUIEKCA, [0 ONPEICIICHUIO,
KBATU(UIIMPYIOTCS KaK sKeJTyA0YKOBBII PUTM WIH JKeJTYA0UKOBasi TAXUKAPAUS,
€CJIM YacToTa CIIe/IOBaHUS SKTOMUYECKUX KoMmIuiekcoB npeBbimaeT 100 B 1 mun. B
CBSI3M C OTUM, HENPAaBWIBHBIM CIEAYET CUMTaThb TEPMHUH «TPYMHIIOBAS»
AKCTPACHUCTOJIUS, KOTOPBHIM MHOTAA MPUMEHSIETCS B OTHOIIEHUM 3—5 CIEayIOIMMX
MOJPSJT AKETYJOUKOBBIX SKTOMUYECKHUX COKPAIICHUM.

V5 | lj : | ,l ;'l 'I | |
S ___,_,_/'\'_‘l ;_,_H-—-\.___,—‘._/‘\Jir/-\:l |‘ ! ; i
AW |‘ VAN,

Puc. 23. IlapHag »xemyI04YKoBas SKCTPACHCTOJIMS, MPOTEKAIolIas Kak IMapHas
Tpuremunus (XoarepoBckass MOHUTOpHAas 3anuch JKI).

B OonpmmHcTBEe ciiydaeB KD HE CONPOBOXKAAETCS PETPOrpPagHOM
akTuBanuen npencepaut. [Ipexae Bcero noromy, YTo y 3Ha4MTEIbHOU YaCTH JINLL
perporpanHas (>KelyA04YKOBO-IIpecepAHas) MPOBOJAUMOCTb OTCYTCTBYET, 4YTO
SBJIIETCSI OJTHUM W3 BapuaHTOB (pu3nosiornueckoit HopMmbl. Kpome toro, naxe npu
HAJIMYUU PETPOrpaHON MPOBOJAMMOCTHU, BOJHBI BO30YKJIEHUS OT KEIYI0YKOBBIX
HKCTPACUCTOJI, OCOOEHHO paHHUX, MOryT mnonagath B ¢azy 3hdeKTUuBHOrO
pedpakrepnoro mnepuoma AB-coemuHeHms U OmokMpoBarthCcsA. JIume mpwH
OTCYTCTBHM 3THX JIBYX YCIJIOBHM, IIOCJIE 3IKCTPACHUCTOJUYECKUX IKEITYTOUYKOBBIX
KOMIUIEKCOB y/IaeTCsl 3aperucTpUpoBaTh peTporpaansie 3yOusl P, orpunarensHbie
B otBeAeHusx 11, III, aVF.

PeryndapHocTh  cepAeYHOro  pUTMa  HAPYIIAETCS  KEIYJOYKOBBIMU
HKCTPACUCTOJIAMU HE TOJBKO BCIEACTBUE HX NPEXKIEBPEMEHHOCTH, HO U B
pe3yibTaTe BO3HUKHOBEHHUS IMOCTIKCTpacucToidudeckux nay3. Mmmynbesr KD,
OCOOCHHO paHHUX, HM3-3a PETPOrpajHON OJIOKaabl B OOJBIIMHCTBE CIy4acB HE
UMEIOT BO3MOXKHOCTHM MPOHUKHYTh B CHHYCOBBIA Yy3€l W «Pa3psAUTH» €ro.
[Moatomy mnst XKD skcTpacucTon Hanbosee XapakTepHbl TaK Ha3bIBAEMBIE MOJTHBIC
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KOMIIEHCATOPHBbIE May3bl, NPU KOTOPBIX MHTEPBAJ CLEIUJIEHUS 3KCTPACHCTOJBI B
CyMME C TOCT3KCTPACUCTOJIMYECKON Tmay30i NpUOIM3UTEIBHO PpPaBHBI 110
IPOJOJDKUTENBHOCTH CYMMAapHOM BEJIMYMHE JBYX HOPMAJIbHBIX CEpJEUHBIX
nukioB  (cMm. puc. 21). Topazgo pexe XKD compoBOXKIAOTCS HEMOJHOU
KOMIICHCATOPHOUM Tay30i, 0ojee CBOMCTBEHHOW MPEACEPIHBIM IKCTPACUCTOJIAM.
HewacTeiM siBleHHMEM, KOTOpPOE€ MOXKET HaOdogaThCs Ha (OHE CHUHYCOBOU
Opaaukapiuu, SBISIIOTCS BCTABOYHbIE WM HMHTepHoOJUpoBaHHYbIe XD, He
MMEIOIIME KOMIIEHCATOPHBIX MaY3.

XapakTep KIMHMYECKOM cumnTomaTuku KD, a Takke ee 3HaueHue s
IPOrHO3a 370POBbsl U KU3HU IMALMEHTOB 3aBUCAT OT (HOpPM MPOSBICHUS camoin
HKCTPACUCTOJINH, HO B €llle OOJIbIIEeH CTENeHH — OT OCHOBHOT'O 3a00JIeBaHuUs, KaK
NPUYUHBI €€ BO3HUKHOBeHUs. Penkas oauHounas KD y auu, HE HMEIOMIHX
IPU3HAKOB OPraHUYECKOW MATOJIOTMM CO CTOPOHBI CEpALld, MOXKET IMPOTEKaTh
0€CCUMIITOMHO WJIA MaJOCHMITOMHO, MPOSIBISISICH JIUIIb OIIYyIICHHEM MepeOoeB
CO CTOpPOHBI CepJua, MEePUOJAMYECKH OECHOKOSIIMX MalueHToB. Yacras
AKCTPACUCTOJIMS C TTepruogaMu OUTeMUHUHU, OCOOCHHO Y OOJBHBIX CO CHUYKEHHBIMU
nokasareysiMu  cokpatutenbHor ¢Gynkuuu cepaua (MBC, xapaunomuonartuwu,
apyrue GopMbl MOPAKEHUST MUOKApJa), TOMUMO MepedOoeB, MOXKET MPUBOIUTH K
CHMKEHHUIO  apTepUalbHOTO  JaBJICHMS, TOSBIEHUIO YyBCTBA  C€JIaboCTH,
TOJIOBOKPYKEHHUIO, MOSIBJIEHUIO U HAPACTAHUIO OJIBILIKH.

Puck BO3HUMKHOBEHHS YIpOXKAIOIIMX JKU3HU HKEITYIOYKOBBIX apUTMUU
(CKeTyIOYKOBOM  TaxWKapAWH, TperneTaHus W GUOPWUIALNUA JKETyJA04YKOB),
KOTOPBIA  MMEET CBS3b C  JKEIYJOYKOBOM  OJKCTPACHUCTOJIMEH, KaK C
IPOBOLMPYIOMIMM (PaKTOPOM, pELIalolIUM O0pa3oM 3aBUCHUT IMPEXKAE BCETO OT
XapakTepa U CTENEHHU TSKECTH OCHOBHOW CEPACYHOM maTosioruu. Tak, y mauueHra
C pyOLIOBBIMH M3MEHEHHSIMH MHOKapia Mmocie WH(apKkTa, UMEIOMIETo MO JaHHBIM
XM DOKI Bcero numb 10 ogunounsix K3 3a 1 vac, puck pa3Butus (aTaibHBIX
KEJITYJJOUYKOBBIX HapyLIEHUH pUTMa cepAaua B 4 pasza BblE, YEM Yy 3JI0POBOIO
yenoBeka. Ecinm y mamumeHTta, ¢ TeEM K€ JIHAarHO30M U TE€M K€ KOJUYECTBOM
JKEJyTOYKOBBIX DJKCTPACHUCTOJ, HMEETCS pPEe3KOE HapyLICHHE COKPAaTUTEIbHOU
(GyHKUMM MHUOKapAa, B BHJE CHIDKEHHMs oOmeld ¢pakuuu BbeIOpoca JIEBOro
xenynouka 1o ypoBHs 40% U HUXKE, TO CTENEHb 3TOIO PUCKA BO3pACTAeT eule B 4
paza. Eciu npu stom XM OKI' BeIsiBisieT Oosbiiee oOiee koimuecTBo KD,
HaJU4YUE€ MapHbIX, MOJUTOIHBIX SKCTPACUCTOJN C Ppa3TUYHBIMU HMHTEpBaIaMu
cuervieHusi, Bkimouas R/T, yrpo3a pa3BuTHS KETyJOUYKOBOM TaxUKaAPAUU WIIU
GUOPHILISIUIN JKEITYJJOYKOB CTAaHOBUTCA ele 0ojiee 3HauuTeabHOH. BOT mouemy,
VUHIUBUIYAJIBHOE OIPEIEICHUE TSKECTU KIMHUYECKOIO COCTOSHHS U IIPOTHO3a
)Ku3Hu OonbHBIX ¢ JKD 00sA3aTenbHO OOJDKHO BKIIOYATh B ceOsl, KaKk aHaju3
NPOSIBICHUH JKETYJOYKOBOM JKTONMUYECKON AKTUBHOCTH, TaK M OOBEKTUBHYIO
OLICHKY XapakTepa OCHOBHOW CEPAECYHOM MAaTOJOTUH.

2.1.1.4. O0LeM o0cIeIOBAHNA.

Bo Bcex ciaywasx HeoOXOAMMO MOATBEPIUTh WM HUCKIIOYUTH HaJU4He
OPEXOAAIINX KOPPUTUPYEMbIX (PAKTOPOB, 3HAUMMBIX [JIs BO3HUKHOBEHHS KO
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(mpueM cepaeyYHbIX TNIMKO3UA0B, aHTUAPUTMUYECKUX MPENapaToB, YPOBEHb KaIHs
Y Mar"usi B CbIBOPOTKE KpOBH). J[JI1 OLIECHKM KOJIMYECTBEHHBIX M Kau€CTBEHHBIX
MPOSIBJICHUM >KENTyJOUYKOBOM JKTOMUYECKOM aKTUBHOCTH, BCeM Oo0yibHBIM c KO
nokaszaHo mnposeaeHue 24-gacoBoro XM OKI'. XpoHwnueckas wumemMudeckas
6one3np cepaua (MbC), kak mnpeamnonaraemplii AUartHo3, TpeOyeT MNpOBEACHUS
npoObl C JI03UPOBAHHOM (DU3MYECKON HArpy3Koill Ha BEJIOIProMeTpe WIU
Tpeamuie. [IpoBeieHre 3TOro uccaeJOBaHus TaKKe MOKa3aHO IPU HAJMYUU CBSI3H
nosiejieHus: cumntoMoB KD ¢ dusnueckum HarpsbkeHueM. Bcem  00sbHBIM
nokaszaHo nposenenue 3xokapauorpaduu (3XO KI') ¢ uenbio OLEHKH pa3MepoB
nojiocTed cepala W UX (PYHKIHMM, OIEHKM COCTOSHHUS KJIalaHHOIO armapara
cepAla, OLEHKHM TOJIIMHBI MHUOKapAa, HCKIYEHUS WIM MOATBEPKACHUS €ro
runepTpodun U creneHu BoipakeHHocTH. Y OonbHBIX WMBC, moctundapkTHBIM
KapuOCIEepO30M 10 MOKa3aHUAM MPOBOJAUTCS PEHTT€HO-KOHTPACTHASI KOPOHApHAs
anruorpadust u BepTpuKynorpadus. Y OOJbHBIX C NEPBUYHBIMHU 3200JEBAHUSIMU
MHUOKapJa MOXET MOTpeOOBaThCS MPOBEACHHE TOMOTPa(pUUECKUX HCCIEIOBAHUN
cep/ila, a TAaKXKe SHIOMUOKAPANAIbHONU OMOTICHS, 10 TOKA3aHUM.

2.1.2. JKenyooukoeasn napacucmosnusi.
2.1.2.1. TaTodusnosorus.

TepMHHOM «IapacucToiis» 0003HAYAOT TAaKOE COCTOSHHE, IPU KOTOPOM
CEpJIEYHbIM PUTMOM YIPABJISIOT JBa HE3aBUCUMBIX BoauTens. OOuH U3 HHX
OCHOBHOM (HauboJiee 4acTo — CUHYCOBBIN y3€l), APYroi — NapacuCTOIUYECKUH,
pacmojioKeHHBIM B JKelyjgoukax (kpaiiHe peako — B AB-coenunenun).
[TapacucTonuyeckuid ovar 3aliyileH «OJOKOM BX0/1a» OT MPOHUKHOBEHHUS B HETO
ANEKTPUUYECKUX MMIYJIbCOB, T€HEPUPYEMBIX C 0Oo0Jee BBICOKOW 4YacTOTOM B
OCHOBHOM BOJUTENIE PUTMA, 4YTO SIBISIETCS IEPBBIM O0OS3aTENIBHBIM YCIOBUEM
IPOSBJICHWS  MAPACHCTONMM. OTa  3aliUuTa [PEJOTBpAIACT  «PA3PSIAKY»
[apacUCTOJMYECKOro ouyara W o0ecreuMBaeT s HEro  BO3MOXHOCTh
TreHEpUPOBAHUS UMITYJIbCOB C COOCTBEHHOM NMEpUOANYHOCTHIO. bIoK Bxoaa Beeraa
OJIHOHAIIPABJIEHHBIM M HE NPEMSTCTBYET BBIXOAY 3JIEKTPUUYECKUX HMITYJIBCOB M3
[apacuCTOINYECKOro (oKyca, YTO SBIAETCA IPYTMM OOs3aTEIbHBIM YCJIOBUEM
IIPOSIBIICHHUS €T0 IEKTpUYECKOU akTuBHOCTH Ha DKI .

Takum  00pa3oM,  MApacUCTOJMYECKHH  «IEHCMEHKEp»  MOJy4aeT
BO3MOKHOCTb HaBSA3bIBATH CEPJIY CBOW IAPAJUIENBHBIMN PUTM. B T€ MOMEHTHI,
KOI'/Ia UMITYJIbChI U3 ApaCUCTOIUYECKOTO ovara rnonajait B a3y 3¢pGheKTUBHOTO
pedpakTepHOro nepuojia MUOKap/a KejlyJ04KOB, BbI3BAHHYIO JIEMOJISIpU3alieil oT
IPEALIECTBYIOIIEI0 CUHYCOBOIO BO30YXK/I€HUS (MJIM APYrOoro OCHOBHOI'O PUTMA),
[IapACUCTOJIMYECKOM aKTHBAlMU JKEIYJOYKOB HE IpOUCXOAUT. I'eHepanus
IEKTPUUYECKUX UMITYJIBCOB B OCHOBHOM U IIapACUCTOJIMYECKOM BOJIUTEIAX PUTMA
C Pa3HBIMH YaCTOTaMU IIEPUOJINYECKH IIPUBOJUT K MOMEHTAM, KOI'/1d UMITYJIbChI OT
ITUX JBYX NEUCMENKEPOB NPAKTUYECKU OJHOBPEMEHHO MHULMUPYIOT aKTUBALMIO
pPa3HBIX OTIEJIOB MHOKApJa >KeJlyAoukoB. Kaxaas Takas cuUTyauus 3aBEpILAETCS
BCTpEUEH WU CTOJIKHOBEHHEM (MHTepdepeHlren) IByX BOJH BO30YXKICHUS U B
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UTOre MPOSBISAETCA BO3HUKHOBEHUEM CIIMBHBIX KOMIUIEKCOB (fusion beats) Ha
OKT.

2.1.2.2. /ImarHocTHKA.

DnexkTpokapanorpaduueckas Mopdosiorus KEITYJOYKOBBIX
NapacUCTOIUYECKUX KOMIUIEKCOB aHAJOTMYHa >KETYJI0YKOBOM 3SKCTPACHUCTOJIUU.
OnHako UMeErOTCs 3 AUArHOCTUYECKHUX IMPU3HAKA, MPUHLUUIHAIBHO OTIMYAOIINX
YKEJTyTOYKOBYIO TAPACUCTOIMIO OT KEITYI0UYKOBOW SKCTPACUCTOJINHU:

1. Wnentuunsle 1O KOHPUTYpalMU >KEITYJOYKOBBIE OSKTOIMUYECKHE
KOMIUIEKChl BO3HMKAIOT Ha pa3IM4HOM pACCTOSIHUM OT MPEAIIECTBYIOMINX
HOPMaJIbHbIX KOMIUIEKCOB (puc. 24). IlpuunMHON 3TOro SBISETCS CiydyailHOE
MOTIa/IaHKE MMAPACUCTOIIMYECKUX UMITYJILCOB B Pa3IMUHbIE (ha3bl OCHOBHOTO PUTMA.
[logo3peHne Ha NapacUCTONMIO JOJKHO BO3HHMKAaTh B TEX cCllydasix, Korja
U3MEHEHUSI B HHTEpBaJaX MEXKIYy OSKTONUYECKHUMHU U MPEIUIECTBYIONIMMU
HOPMaJIbHbIMU KOMIUIEKcaMu npesbimarot 0,06 cek.

2. Ilpu napacucTtonuu  BEJIMYMHBI  HUHTEPBAJIOB  MEXIYy  JABYyMS
NOCJIEIOBATENbHBIMA ~ DKTOMMYECKUMHU  COKPALICHUSIMU  XapaKTEPHU3YHOTCS
HaJIM4YUeM OOUIEro JEeuTelNsl, BeJIMYMHA KOTOPOTO paBHAa LMKIY CIEJOBaHUs
ANEKTPUUECKUX MMITYJIbCOB M3 MapacCUCTOIMYECKOro ovara (IapacucToIM4YeCKOMY
IUKITY), ¥ KOTOPBIA MOKET OBbITh BBIABICH IpH juurenbHol 3anmucu OKI', kak
MUHHMMAaJIbHBI ~ MEXDIKTONUYECKUNA UWHTEpBal. Bwmecte ¢ Tem, yacrora
TeHEpUPOBAHUSL  MAPACUCTOJIMYECKUX HUMITYJIbCOB HE ObIBaeT aOCOJIOTHO
MIOCTOSTHHOM, TI03TOMY, B OOJIBIIMHCTBE CJydaeB, HAONIOJAIOTCS KOJIcOaHUs
JUTUTETbHOCTH MHUHHUMAJIbHOTO MEKIKTOMMYECKOTO WHTEpBaJIa
(mapacucronnueckoro nukia), ooerdHo B npeaenax 0,04—0,1 cek.

3. Hanwume ciuBHBIX KOMIUIEKCOB (fusion beats), Kak pe3yJbTar
OJIHOBPEMEHHOI JENOJIIPU3ALNH KEITYJOUYKOB oT OCHOBHOTO U
apacUCTOINYECKOTO UMITYJIbCOB. CIIMBHBIE KOMIUIEKCHI HMEIOT IPOMEKYTOUHYIO
KOHQUTYpAlMIO MEXIy HOPMadbHBIMU W JKTOMMYECKMMHU Komiuiekcamu QRS
(puc. 24).
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Puc. 24. KenynoukoBas mnapacuctonusa. Lluppamu 0003HaUYE€HBI BEIUYUHBI
UHTEpPBAJIIOB (B MWIIMCEKYHAaX) Mexay Komiuiekcack QRS cuHycoBoro
OPOUCXOXKIEHUS U [ApPACUCTOJIIMYECKHUMH  KOMIUIEKCAMHU. [cy, -
napacuctonuyeckuii nuki. Hapsany c TICL peructupyroTcsi MexXIKTONUYECKHE
WHTEpBaJIbl KpaTHble 3 mapacutoinuueckuMm 1mukiaam. Crpenkoil 0003Ha4eHO
CIMBHOE coKpaileHne (XoarepoBckass MOHUTOpHAas 3anuck JDKI).
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BoisiBIeHHME  IIEpEUYMCIEHHBIX NPU3HAKOB  NAPACUCTOIMH, KakK YxkKe
yKa3bIBAJIOCh BHIIIE, TPEOyeT MpoBeAcHUs JuTeabHou 3amucu JKI .

2.1.2.3. O0BeM 00cIe10BaHNA

OOGcnenoBaHue MPOBOIUTCS B TOM K€ 00beMe, 4TO U 'y 00JIbHBIX ¢ JKD.

2.1.3. Jleuenue >ceny0ouKoeoil IKCMpacuCmoauu U napacucmoiuu.

YcTpaHeHHe  KEMyIOYKOBOW — OKCTPACHCTOIMU WM HKEIYJOYKOBOU
[AapacUCTOJIMU PEAKO BBICTYNAET B KAauye€CTBE CAMOCTOATENbHON KIMHUYECKOU
3amaun. Takas 3a/1ada MOKET BOZHUKATh B ClIydasx o4eHb yactou JKO, ycTOWYNBO
pErucTpUpyroIeiicss Ha TPOTSKEHUU JJTMTEIBLHOTO BpeMeHHU (Mecsupl, Tojsl). Kak
YKa3bIBAJIOCh BbILIE, NPHU >KEIYyJAOYKOBOM SKCTPACHUCTOIMHM PE3KO HapYILIAETCs
MOCJIEIOBATENbHOCTD 3JIEKTPUUYECKOI0 BO30YKIEHHUS JKENyJI0YKOB, YTO BJEYET 3a
co0Oll  COOTBETCTBYIOLIME HApYyUICHUS HOPMAJbHOM  IOCJIEA0BATEIbHOCTH
COKpalleHus cepAala. OJTO SBJICHHE NOJYYUIO Ha3BaHUE MEXAHUYECKOU
JUCCUHXPOHUHU. Yem 0oJbIIIE MPOJIOKUTENBHOCTh YKEJTYJI0YKOBOTO
skronuyeckoro komiiekca QRS na OKI', Tem Goibiiie cTeneHb BBHIPAKEHHOCTH
MEXaHUYECKON TUCCUHXPOHHH, U Ye€M OOJIbIIIE TaKUX "MUCCUHXPOHUYHBIX" yIapoB
CEpALa, TEM BBIIIE BEPOSATHOCTh PA3BUTHS, CO BPEMEHEM, BTOPUYHOMN AMJIaTalliU
Cepllla CO CHWXEHUEM IIOKa3aTellel €ero HacOoCHOM paboThl M pa3BUTHUEM
CepIICYHON HEAOCTATOYHOCTH. Takasi mocae10BaTeIbHOCTh PA3BUTHS COOBITUI MO/
neictBueM dactod KO MOXKET HepeaKo HaOMoAaThCs B TOM YHUCIE U y JUL, HE
UMEIOIMX HW3HAYaJIbHO KIMHUYECKUX MPU3HAKOB OPraHMYECKOro 3aboseBaHus
cepaua. Jas  kKonumdecTBEHHOW oOmeHKH KD  TNpUMEHSAETCSs MO0Ka3aTellb,
o0o3HauaeMblil kak «Opemsa XKDO». OHo onpenensieTcss MPOUEHTOM KTy TOUKOBBIX
HKTONUYECKUX  COKpAllleHW OT O0OIlIero KOJMYeCTBa YJIapoB  cepjua,
3apEeruCcTpUpPOBaHHOr0 3a CcyTku ¢ mnomombto XM OKI'. Cuuraercsa, 4TO
BEPOSITHOCTh PpAa3BUTHS BTOPUYHOM JAWIATAIIMM IIOJOCTEM cepAala AOBOJIBHO
BbICOKa, eciau Opemst XKD mnpessimaer 25%, 0COOGHHO B TeX cllydasX, KOTJa
MPOJOJDKUTEILHOCTh AKTONMMYECKux KomiuiekcoB QRS cocraBimsier 150 mc u
oonee. Ycrpanenue KD B Takux ciaydasx CIIOCOOHO MpPEXyNpeauTh 3TO SBJICHUE.
C 9TOif 11eTBI0 MOKET OBITh MCIOJIB30BaHA PAAMOYACTOTHAS KaTeTepHas abmarus,
a B KauecTBe 3(P(EKTUBHBIX CPEACTB MEIUKAMEHTO3ZHOTO IPOTUBOAPUTMHUYECKOTO
nedyeHus: BeicTynaroT npenapathl [ (mpexae Bcero IC) knmacca u mpenapatsl 111
KJIacca, 3a UCKIII0YEHUEM JpoHeaapoHa (cM. Tad. 1).

Ilocne mnepeneceHHOro uH(MApKTa MHUOKapAa 3HAYUTEIBHO BO3pACTaeT
BEPOSITHOCTh APUTMOIEHHOIO JAEMCTBUS mpemnaparoB | kiacca, 4to sIBIsSETCA
OCHOBHOM  IPUYMHOW  CYILUECTBEHHOI'O  BO3pacCTaHUs pUCKA  BHE3AITHOU
ApUTMHYECKOW CMEPTH, MPU WX HCIHOJIB30BAHUM Yy JAaHHOW KaTeropuu OOJbHBIX.
[Io oaToil mpuuMHe Yy OOJBHBIX, TMEPEKUBIIUX HH(DPAPKT MHUOKapAa ¢
3apeructpupoBanHo Ha DKI' KO u apyrumu gopmamu ceplieuHbIX apUTMHM,
npenapathbl | kimacca JOJKHBI OBITh MUCKIIOYEHBI M3 KIIMHUYECKOTO MPUMEHEHUS.
Takue ke orpaHUYECHHs PACTIPOCTPAHSIIOTCSA M HA MAIMEHTOB C APYrUMHU (hopmamu
CEepACYHOM MATOJIOTMHU, MPUBOJAIIMMHU K JWIATALMU I[OJOCTH U CHHXKEHUIO
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dpaknuu BeIOpoca seBoro skemymodka (mo gaHHbiM DXO KI'), k rumeprpodun
MUOKapaa JieBoro kenymouka (1,5 cm u 6onee, mo ganaeiM DXO KI), a Takxke
IPOSBICHUSIM XPOHHYECKOW cepAedyHOM HepocrtarouHocTu. Haumbonee omacHo
IPUMEHEHUE Y 3TUX KaTeropui 601apHbIX npenaparoB IC kiacca.

B T1ex cmywasx, Korga mpOSBICHUS KEIYyAOYKOBOW OKTONUYECKOH
AKTUBHOCTU COIPSDKEHBI C IIOBBIIICHHBIM PUCKOM BHE3aIIHOM apUTMUYECKOMN
CMepTH, NpopUIaKTUKA [TOCIETHEN SABISETCS Topas3io 0ojee BaXKHOM U CIOXKHOU
3a7auedi, 4eM YCTpPaHEHHUE JKEIYJIOYKOBOW HDKCTPACUCTOJIMH, KaK TaKOBOM (CM.
HUXKE).

2.2. KEJYJOUYKOBBIE TAXUKAPJ/IUMN.

2.2.1. Hapoxcusmanvnasn MOHOMOpGhHas HCe1y00uUKosan
maxukapous.

Oty hopMy HapyIICHHs] pUTMA CEP/IIa HA3bIBAIOT TAKKE «IPABHIBHOW» WIIH
«KJ1accuueckoi» xkemyaoukoBoil Taxukapauen (OKT).

2.2.1.1. ITaTodu3uoiorus.

B abcomoTHOM OONBIIMHCTBE CIy4aeB B OCHOBE MMAapPOKCHU3MaIbHOU
MoHoMop(hHO# KT JeKUT MOBTOPSAIOMIUICS MEXaHU3M MOBTOPHOTO BXOJIa BOJHBI
BO30YyXJIeHHUs (re-entry) U, €CIM B KIMHMUYECKUX YCJIOBHSX YIAETCS MOATBEPIUTH
3TOT MEXaHW3M, TO TIPAaBOMOYHBIM CTAaHOBUTCS IPUMEHEHHE TEPMHUHA
«peuunpokHas». Ilpu Ttakom wmexanusme KT Moxer ObITh HHAYLHpPOBaHA
ANEKTPUUYECKUMHU CTHUMYJAMHU SKENyJI0YKOB MPU MPOBEJIECHUU BHYTPUCEPIAECHHOIO
anekTpodusnonornyeckoro wucciuenopanus (OPU). Ee ymaerca, taxke, u
KyIIIPOBaTh C IIOMOIIBI JJIEKTPOKAPAUOCTUMYJIAIMH. CIOHTaHHOE pAa3BUTHE
napokcusma KT Bcerna nununuupyercs 2KO.

2.2.1.2. [Ipy4nHbI BOSHUKHOBEHHS.

dopmMHUpoBaHUE YCIOBHUM ISl BOSHUKHOBEHUS TIOBTOPSIIOIIETOCS (peHOMEHa
re-entry B MHMOKapJe€ KEIyJOYKOB, B BHJE 30H 3aMEUICHHOIO IMPOBEICHUS
BO30Y)KICHMS, YYaCTKOB MBIIIIbBI CEpALla, HEOAHOPOJHBIX [0 BEJIUYHUHE
pedpakTepHBIX IEPUOI0B, OOBIYHO CBSI3aHO CO 3HAYMTEIbHBIMU [1aTOJIOTMYECKUMU
W3MEHEHUSMU B MHOKapzae. Bor nouemy napokcusManbHas JKT B nmomasisronem
OOJIBIIMHCTBE CIy4aeB OCJIIOKHSAET TEUEHUE TSHKEIbIX 3a00JIEBAHUI cepaLa, TaKuX
kak UBC, ocobeHHO mnpu HamMYUMM MOCTUH(APKTHBIX PYOIIOB M XPOHUYECKOU
aHEeBPU3MbI JIEBOT'O IKEJIYyJOuYKa, BOCIHAJIUTENIbHbIE 3a00JIeBaHUS MHOKap/a,
KapAUOMHONATUU  (OuiIaTallMOHHAasg,  runeprpoduyeckas, apUTMOT€HHAast
JUCIUIA3Us MUOKap/ia IIPaBoro XeiryAodKa U Jp.), UHQUIbTpaTUBHBIE 3a00JI€BaHUs
muokapga. KT Moxer ObITh CIEICTBUEM IJIMKO3UAHOM HMHTOKCHUKALIUH,
IPUMEHEHHUs] aHTMApUTMHUUECKUX MpenaparoB (mpexnae Beero | knacca[lA kmacca:
XVUHUIMH, IpokanHamuzi, aiimainH; IC knacca: 9TMO3MH, 3TalW3UH, aJUIAIMHUH],
pexe — III xmacca [coranon, amuogapoH]). HapymeHus anexkTpoauTHoro 6ananca
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(TUTIOKATMEMUsI, TUTIOMArHUEMUs) TAaK’K€ MOTYT OBITh MPUIMHOW BO3HUKHOBEHUS
KT.

CymectBenHo pexe 31a ¢popma KT mMoxkeT ObITh TUarHOCTUPOBAHA U Y JIUIL,
HE UMEIOITUX MPU3HAKOB OPraHUYECKOT0 MOPAXKEHUS Cep/Ia.

2.2.1.3. Iuarnocruka. Knmunyeckue nposiBjieHus.

Onextpokapauorpaguueckas auarHoctuka KT crpouTcss Ha mMpU3HaKax,
NOATBEPKAAIOIINX €€ MPOUCXOKICHUE U3 MHUOKapa KEIyJOYKOB WJIH OTHAEIIOB
IPOBOJISIEH CUCTEMBI CEp/lia, PACIIONIOKEHHBIX TUCTalIbHEe OMpypKaluu MmydKa
I'uca. «Knaccuueckas» KT mposBisieTcss pacIMpeHHbIMU, J1e(OpMUPOBAHHBIMH,
MOHOMOP(HBIMU KEITyT0YKOBBIMU KOMIUJIEKCAMU, UMEIOIIUMHU TTPABUIBHBIN PUTM
(puc. 25). Kondurypamus ymupennsix komrmuiekcoB QRS Bo Bpems KT, Tak xe
kak u npu KD, cBsizZaHa C H3MEHEHHOW IIOCIIEIOBATEIIbHOCTHIO AKTHUBALUU
KEITYJOYKOB, YTO ONpeaensercs Tomnorpaduell pacloJoKEeHUSIM HCTOYHUKA
taxukapauu. [lo npuzHakam, ananoruddeiM ¢ KO (cM. BbIIE), TaXUKAPUSI MOKET
OBITH OIpeJIEeHa, KaK JIEBOXKETYI0UYKOBAS WIIH MPABOXKEITYJOUKOBAs.

Onektpokapauorpadpuueckas  kaptuHa KT — Tpebyer  mpoBeaeHus
nuddepeHuanTbHOr0  IMarHo3a ¢ CYNPaBEHTPUKYISPHBIMU — TaXHKapIUsSIMH,
MPOSIBJISIIOIIMMUCS yIIMPEeHHbIMU KoMIuiekcamu QRS. B ux psay npencepanas,
AB-y310Bas, opToapoMHasi TaxWKapJuu, MpoTeKaroume ¢ OJIOKaIol OIHOM u3
HOXKEK myuka ['mca, a Takxke C aHTUJIPOMHAs TaxXUKapJus W MpaBHiibHAs (popma
TpeneTranus npeacepanii y 60apHbIX ¢ cuHapomoM Bonbda—IlapkuHcona—Yaiira,
MPOTEKAIOIINE C AHOMAJIbHOM aKTHUBALMEW KEIYJ0YKOB uepe3 mydok KeHra (cm.
raBy «HapkenyioukoBble HapylleHUs puTMa cepauay). Ilpu stom pematoiiee
3HaueHue ais auarHocthku JKT nmeeT MOATBEpPKIIEHHE HE3aBUCUMOCTH PUTMA
JKEIYJOYKOB OT JJIEKTPUYECKOM AaKTUBHOCTH Ipencepauil. JlocToBepHBIM
CBUIETEIBCTBOM TOMY CIYXHUT MPEACEPAHO-KEINYI0YKOBas AUCCOLMALNS,
kotopag Ha OKI' Moxer mnposiBasThCA 3yOnamu P, OOBIMHO CHHYCOBOTO
MPOUCXOXKICHHS,  IOJTHOCTBIO  JUCCOLMUPYIOIIMMU  C  JKEIYJIOYKOBBIMHU
KOMIUIEKCAMH W BO3HUKAIOIIUMU C CYIIECTBEHHO 00Jiee HU3KOM YaCTOTOM.
Brisisinenue Ha OKI' cuHYCOBBIX «3aXBaTOB» (HOPMaJbHBIX «Y3KHX» KOMIUIEKCOB
QRS), a Takke CIMBHBIX COKpAIlEHUN WM «fusion beats» (puc.25) [MexaHU3M
dbopMHpoBaHUA ~ TOCIETHUX  MOAPOOHO  OMNHWCAaH  BhbIIE, B  pasjene
I[TAPACUCTOJINSA] — npyroe OOCTOBEPHOE NOATBEPKIACHUE MPEACEPIHO-
YKEJTyTOYKOBOM TUCCOLMAIINY.

|
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Puc. 25. CronTtaHHOe pa3BUTHE NAPOKCH3Ma MOHOMOP(HON >KEITyJOYKOBOI
taxukapauu (XonrepoBckass MoHuTopHas 3anuch OKI'). Crpenkoit 0003Ha4eHO
CIIMBHOE COKpalIEHUE.

deHOMEH MpeACEepIHO-KENyA0YKOBOM JaHMccolMaluy, Kak Haubonee
noctoBepHblil npusHak KT, HaOmomaercs Ha DKI' He Oonee yem B MOJOBUHE
ciyyaeB. Y  3HAQUMTENbHOM 4YacTU OOJBHBIX  MPEACEPIHO-KETYI0YKOBas
JUCCOIIMAIIMS HE BBISBISIETCS JIEKTPOKAPAUOrpaPUUECKH, MPU STOM, YEM BBIIIE
4acToTa pUTMa TaxHakapauu, TeM Tpyanee uaeHTuduuuponats Ha IKI 3y011s1 P,
«CKpBIBAIOIIUECS» B IKEITYJIOYKOBBIX KOMILUIEKCAX, TEM MEHBbUIE BEPOSTHOCTH
BO3HUKHOBEHHUS CUHYCOBBIX «3aXBaTOB» U CIMBHBIX KOMIUIEKCOB. B 3THX ciyyasx,
i noarBepxkaeHus nuartoza KT TpeOyercs npoBeneHHE BHYTPUCEPAECYHOTO
anekTpoduznonoruueckoro uccneaopanus (OPU) ¢ 3anuchio IHAOKAPIUATHHBIX
MOTCHIIMAIIOB TIPEICePAN W JKeTymodkoB (puc.26). Y wyactu OompHBIX KT
MPOTEKACT C PETPOrPaTHON AaKTUBAIMEH TpEeACepauid U, TaKuM 00pazoM,
JUCCOLMAIMS OTCYTCTBYET. B TaHHOM cuTyaluu, 11l yCTaHOBIIEHUS PAaBUIIBHOTO
JIMarHo3a, Takxke Heooxoaumo nposegeHue DU,
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Puc. 26. Vnaykuus C TOMOUIBIO JJIEKTPOCTUMYISILUA TIPABOTO JKEIIyJOuYKa
napoKkcu3Ma MOHOMOP(HOM Key10uK0BOM Taxukapauu Bo Bpems DOU. I, I, VI1-
kaHanel 3anucu OKI'; DI'BIII, OI'TIT, 9I'KC, DI'BIDK — BHyTpuceplieuHbIC
ANIEKTPOTpaMMbl  BEPXHEro OTHAENIa MpaBOro mpeacepaus, nydka [uca,
KOPOHApHOTO CUHYCa, BEPXYLIKH MPABOTO >KEIYyJ0YKa, COOTBETCTBEHHO; CT —
apTedaxThl AMEKTPUUECKUX CTUMYJIOB; A — TmoTeHmabl npeacepauii Ha D1 BIIIT
u OI'KC. Yacrtora purma >XeIyJO4YKOB BO BpeMs mnapokcuzma = 220 B MHUH.;
4acToTa CUHYCcOBOro putMa npeacepauil (nmorenuuansl A Ha OI'BIII u OI'KC) =
65—80 B MuH. [IpeacepIHO-KETYI0YKOBAs AUCCOIUAIISA .
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Monomopdnas XKT mpoTekaeT B BUE TAPOKCU3MOB C YACTOTON CEPIACUHBIX
cokpamtennii ot 100 (wame ot 150) mo 250 ynmapoB B Munyty. [lo cBouMm
KJIIMHUYECKUM TPOSBICHUSM, 3TO OJHA M3 Haubojee TsxkeNblx (GopM HapylleHUH
puTMa cepaua. Beicokast yactoTa purMa BO BpeMsl MapoKcH3Ma, 0COOEHHO Ha (oHe
TSKEJIOTO0 OPraHUYECKOr0 MOPaKEHMSI MBIl CEPALIA, HEPEIKO NPUBOAUT K
CTPEMUTEIIBHOMY DPAa3BUTHIO OCTPOH  JIEBOXKEIYIOYKOBOM HEAOCTAaTOYHOCTH,
KOJIJIAICY, apUTMUYECKOMY IIOKY, OOMOPOKY, KJIMHUYECKONH KapTHHE OCTaHOBKHU
KpOBOOOpalieHus, 4ro uHorga onpenenserca tepMuaom « KT 6e3 mynbcay. KT
XapaKkTepU3yeTcs BBICOKUM  pUCKOM  TpaHcpopmanuu B (QUOPHILIALUIO
xkenynoukoB (DIK), sSBIAIONIYIOCS HEMOCPEACTBEHHBIM MEXaHM3MOM BHE3AIMHOM
cepacunoir cmeptu (BCC). DTum ompenensercs ee KpaiiHe HEOJIarompusTHOE
3Ha4YE€HUE Ul IIPOTHO3a KU3HU.

C KJIMHMYECKOM M NPOTHOCTUYECKOW TOYEK 3PEHHE ONPABAAHO BBIIACICHUE
NOHATHM «yCTOWYMBOW» W «HeycronunBo» JKT. VYcronumBon cuumTaeTcs
TaxuKapaus, MPU KOTOPOW JUINTEIBHOCTHh ITApOKCH3Ma PAaBHA WM IPEBBIIIACT
30 cek., a HeycronuuBor — MeHee 30 cek. [lapokcusmel HeycronunBon KT, npu
KOTOPBIX YCIIEBAIOT Pa3BUBATHCS OCTPBIE TSKEIIbIE HAPYIIEHUS T€MOANHAMUKH, 110
CBOEH TSKECTH M 3HAYEHUIO JUIS MPOTHO3a KU3HU JOJDKHBI IPUPABHUBATHCA K
ycroruuBoit XKT.

2.2.1.4. O0beMm 00cIe10BaAHUSA.

Bo Bcex ciyuasx HeoOXOAMMO MOATBEPIUTh WM HUCKIIOYUTH HaJU4He
OPEXOIALUINX KOPPUTHPYEMbIX (DAKTOPOB, 3HAYUMBIX s Bo3HUKHOBeHHsS KT
(mpreM cepaedYHbIX INIMKO3UA0B, aHTUAPUTMUYECKUX MPENapaToOB, YPOBEHb KA
U MarHus B ChIBOpoTKe KpoBH). Kak u mpu obcnenoBanuu 6onbHbIX ¢ XKD, s
OLICHKM KOJMYECTBEHHBIX M KAYECTBEHHBIX IPOSBICHUM  KEIyIOYKOBOU
OKTONMUYECKON aKTUBHOCTH, BceM OonbHBIM C KT mokazaHo mpoBeneHme 24-
gacoBoro XM OKI'. B Tex ciydasx, Korjga CIIOHTaHHbBIE ITAPOKCU3MBI HE YIAETCs
3apeructpupoBath ¢ noMmompo crapgaptHon OKI' mim XM OKI, a xapakrtep
IPUCTYIOB cepAaleOuenus no3poisger npeanonarats JKT, mokazaHo nmposeleHue
BHyTpHcepaeyHoro D®PU ¢ nenbro AMArHOCTUYECKON HHIYKUHUU 3TOU (HOPMBI
HapyleHuss purMma cepaua (cM. puc. 26). XpoHudeckas uilemMuueckas 00ye3Hb
cepaua (MBC), xak mpenmnosiaraeMplii AuarHo3, TpeOyeT MpoBeneHUs] MPOObI C
JIO3UPOBAHHONW (DU3MYECKON Harpy3Kod Ha BeJIOIProMeTpe WIH TpEeAMUIIE.
[IpoBeneHre OTOro MCCIEAOBAHUSA TaKXKe IIOKA3aHO IIPU HAIUYUM  CBSI3U
nosiejieHus: cumntomMoB KT ¢ ¢usnueckum HampspkeHueM. Bcem  0oibHBIM
noka3zano nposegeHue X0 KI' ¢ 1enbio O1eHKN pa3MepoB MOJIOCTEN cep/ilia U UX
(YHKIMM, OLEHKU COCTOSHMS KJIAlaHHOTO armapara cepila, OLEHKH TOJIIHHbI
MHUOKap/Ja, HMCKIIOUEHUS WIM TOATBEPKACHUA €ro TUIepTpoGuu U CTENeHU
BEIpakeHHOCTH. Y OombHbIX WBC, mnocTuH(GapKTHBIM KapauOCIepOo30M TIO
MOKa3aHUsIM TPOBOJUTCS PEHTTEHO-KOHTPACTHAs KOpOHapHas aHruorpagus u
BepTpuKynorpadusa. Y GOJbHBIX C MEPBUUHBIMH 3200J€BaHUSIMU MUOKAp1a MOKET
noTpeOoBaThCs MPOBEJIECHUE TOMOIpaUuecKUX HUCCIENOBAHUM Cepala, a TaKKe
HAOMUOKAPIUATBHON OMONICHS, TIO TOKA3aHUSIM.
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2.2.2. Dacyukynapnas 1e60xcey004Koeas maxukapous.

dacrukyIspHas JIEBOXKETYIOYKOBAs TaxXUKapIus SBISIETCS OCO00M, He
4acTo BcTpevaromieics Gopmoii mapokcusmanbHoit MoHoMopdHO#H XKT.

2.2.2.1. ITaTodgu3uoiorus.

B ocnoge 3toit popmbl KT nexuT MexaHU3M re-entry ¢ ydacTUEM B ILIETIH
LUUPKYJISIUM BOJHBI BO30Y)KIECHHS 3aIHE-HUKHEIO DPA3BETBIICHUS JIEBOM HOXKKU
nyudka ['uca.

2.2.2.2. PacnpocTpaHeHHOCTh. [IpyuMHBI BOSHUKHOBEHMSI.

CDaCI_II/IKy.TDIpHaH JICBOXKCIIYIOYKOBAsA TaXUKapaus OOBIYHO BBISIBIISIETCS y
MOJIOABIX JIML, HC HMCIOIUX IIPU3HAKOB OPraHUYCCKOIo 3a00JIeBaHHs cepana,
CYHICCTBCHHO PCIKC — Y IOKUJIBIX ITAITUCHTOB.

2.2.2.3. InarnocTuka. Kimnnyeckue nposiBjieHus.

Tonorpagus peanuszanuu MexaHusma re-entry B 0OJacTU 3aJHE-HUKHETO
pa3BeTBIEHUS JIeBOM HOXKM nyuka [uca ¢Qopmupyer  XapakTepHYIO
AIIEKTPOKApIUOTrpapuUecKyt0 KapTHUHY  (acHUKyJspHas JIeBOXKEIYJO0YKOBas
taxukapaus. Kommiuexkcst QRS Bo Bpemsi mapokcuzMa HUMEIT KOH(PUIYpPaLHIo,
XapakTepHylo s OJoKaapl MpaBoil HOXKM Mmydka [uca ¢ OTKIOHEHHEM
IIEKTPUUECKOW OCH cepala BieBO (puc. 27). Yuactue NpOKCUMAIbHBIX CTPYKTYP
cucrembl ['mca-Ilypkuabe B (opMHpOBaHHHM MeXaHW3MA TaXUKAPAUU SIBIISIETCA
OPUYUHON JPYyrux ee ocoOeHHOocTel: 1) MpOoJOmKHUTEIbHOCTh KOMIUIEKCOB QRS
peaxo mpesbimaer 120 Mc; 2) mapokcu3Mbl MOTYT MHHUIIMUPOBATHCS HE TOJBKO
KEITYyIOYKOBBIMM, HO MW TPEACEPHBIMM OSKCTPACUCTONAMHU  [IPEACEPIHBIMU
sKkcTpactTumysnamu Bo Bpems ODU]; 3) Bepamamun BbICOKO 3(P(HEKTUBEH B
KY[IMPOBAaHUU 3TON TaxUKAPAUHU [[I0 3TUM MNPUYMHAM €€ 0003HAYAIOT TAKXKE KaK
«BEPANAMMWII-UYYBCTBUTEIBHYIO KEIIYJOUYKOBYIO TAaXHUKapIWI0», & BHYTPUBEHHOE
IPUMEHEHHUE BEparaMmiIa CIIy>KUT HE TOJIBKO CIIOCOOOM YCTpaHEHUs apOKCU3MOB,
HO M CBOEOOPa3HBIM JIMAarHOCTUYECKUM JIEKAPCTBEHHBIM TECTOM, HAJEKHO
NOATBEPAKAAIOIIMM HMMEHHO TAaKOM MEXaHU3M Taxukapauu|; 4) Hamuuyue
OTYETJINBOIO aHAaTOMUYECKOro cyOcTpaTa B BUJE 3aJHEE-HUKHEH BETBU JIEBOU
HOKKM myuyka [Mca, kak y4acTHMKa LeNHu re-entry, 0O0€CIEYMBAECT BBICOKYIO
3¢ (GEeKTUBHOCTh MPUMEHEHHUS PaJNOYaCTOTHOM KaTeTEepHON abianmuu mpu STOU
dopme Taxukapauu. [lockonbky (acuukyspHas JI€BOKETYI0UKOBas TaXUKapIUsl
Yaie BBISBISETCS y JIHI[, HE UMEIOUINX MPU3HAKOB OPraHUYECKOTO 3a00JIeBaHUsA
cepAla, OHA MPUHIMIUAIBHO OTIMYAETCA JApyrux napokcusmanbHbix KT
CYIIECTBEHHO MEHEE BBIPAKEHHOM TSAKECTHIO KIMHUYECKUX MPOSBICHUN BO BPEMS
IPUCTYIA, OTCYTCTBUEM pHUcKa TpaHchopmanuu B @XK U, COOTBETCTBEHHO, Majo
3HayuMa JUIsl IPOrHo3a *u3Hu. JIuimp B Tex peaxkux ciydasx, korga sta ¢opma
KT pasBuBaercs y NOKWIBIX NAMEHTOB CO 3HAYMMOW KapAUaJIbHOW NATOJIOTHEH,
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€€ KIMHUYECKUE IPOSABICHUS W 3HAYMMOCTH ISl MPOTHO3a JKU3HU CTAHOBSITCS
CONOCTAaBUMBI ¢ Kjlaccuyeckor MoHoMopgHoi1 JKT.
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Puc. 27. ®aciukynsapHas JeBOXKeIyA0uKoBas Taxukapaus. Ctpenkoit 00o3HauYeH
CHHYCOBBIN «3aXBaTy.

2.2.2.4. O0LeM o0cIe10BaHNA.

Kak m y OompHBIX C Kimaccumdeckoir MoHomopduou XKT, mist oneHku
KOJINYECTBEHHBIX M KAYECTBEHHBIX MPOSIBICHUN XKETyJOYKOBOM 3KTOMUYECKOU
AKTUBHOCTH, BCEM OOJBHBIM C (paCIHUKYJISIPHON JIEBOKEIYAOUYKOBOM TaXxHKapIuei
nokasaHo nposenenue 24-gacoporo XM OKI'. B tex ciydasx, Korna ClloHTaHHbIE
MapOKCU3MBbI HE YIAETCA 3aperucTpUpoOBaTh ¢ MOMONIbI0 cTaHaapTHor OKI' nin
XM DOKI, mnokazaHo 1mpoBeneHue BHyTpucepjaeunoro OPU ¢ mensro
JMAarHOCTUYECKOW WHIAYKIMH HTOM (opMbl HapylieHuWd putma cepjaua. Beem
0o1pHBIM TOKa3aHo mpoBeneHne IXO KI' ¢ nenpio olleHKH pa3MepoB MOJIOCTEN
cepala U ux (PyHKIUHU, OLEHKH COCTOSIHUS KJIAMIAHHOTO armapara cepAia, OleHKU
TOJIIMHBI MUOKApJa, MCKIIOYECHUS] WM TMOATBEPXKIEHUSA ero rumneptpodpun. B
MIOJIABJIAIONIEM OOJIBIIMHCTBE CIydaeB OOCIEOBaHUE B ITOM OOBEME SIBISETCS
JOCTAaTOYHbIM. JIMIIp NpH HaIWYUKM KIMHUYECKHUX IPHU3HAKOB apTEpUAIBHON
runepronnu, xpoundeckor UbC, nepBuuHbIX 3a007€BaHN MUOKap/ia WU JPYTUX
dbopM  CEepAEYHO-COCYAWCTOW  TATOJOTHMH  MPOBOJIUTCSA  JIOMIOJTHHUTEIHHOE
o0clieIoBaHNE, B COOTBETCTBUU C CYIIECTBYIOUIMMH PEKOMEHIAIIUSIMHU.

2.2.3. Henpepuvieno peuuousupyrouwiasn xHceiy0ouKkoean maxuxapous

JlaHHY1O bopmy TaxuKapauu Ha3bIBAIOT TaKke
HEITAPOKCU3MAJIBHOU, B KIMHUYECKOM MPAKTUKE OHA BCTPEYAETCs
CYIIIECTBEHHO pexe, yeM napokcuzManbHas MmoHomopduas KT.

2.2.3.1. llatodusunosorus.
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PasButne 310i (popMBI TaXWKapIWW CBS3aHO C HAPYIICHUSMHU MPOIIECCOB
00pa30BaHUsl NEKTPUUECKUX UMITYJIbCOB, JINOO B BUIE TPUITEPHOW aKTUBHOCTH,
VMHULMMPYEMOU MO3IHUMHU MOCTAEHOIAPU3ALMAME, JTHUO0 B BUJIE MATOJIOTUYECKOTO
aBroMatu3Ma. [Ioka HET OTHO3HAYHOTO CYXAECHUS HA OTOT CYET.

2.2.3.2. PacnpocTtpaHeHHOCTh. [IpyurHBI BOSHUKHOBEHMSI.

HenmapokcusmanbHass  HENPEPBIBHO  PEUUAMBHUPYIOIIAS — KEIyAOYKOBAas
taxukapauss (HIDKT), wu3-3a  OTCyTCTBHSI CHUMITOMOB WJIM HX ClIa0OM
BBIPQKEHHOCTH, JIOBOJBHO YAaCTO BBIABIISIETCA CIYyYallHO IIpU ayCKYyJbTalUu
cepala Bo BpeMs BpaueOHOro ocmotpa, wiau npu 3anucu JKI'. XapakrtepHo ee
BO3HHKHOBEHUE Y JIE€TE€H, JMUI MOJIOJOr0 BO3pacTa, HE HMMEKOLIMX IPU3HAKOB
OpraHu4eckoro mnopaxeHus cepana. OHa MOXET OBITh IUAarHOCTHPOBAHA U Y
JIOJICH CTapIlero BO3pacTa, HO B ATUX CIydYasX, M3-3a O€CCHMIITOMHOCTH WIIA
MaJJOCUMIITOMHOCTH, BCAKWUA pa3 ObIBa€T KpailHE TPYAHO YCTAHOBUTH BpeMs
MOSIBJIEHUS TAXUKaPAUU.

2.2.3.3. Inarnoctuka. Knnanyeckune nposiBjieHus.

Baxnoit ocodennoctbto HIDKT sBisieTcss TO, YTO MCTOUHMK TaxUKapJHH,
KaK MPaBUIO, HAXOJIUTCS B BBIHOCAIIEM TpPAaKTE MPABOTO JKEIyJ0uYKa, B 30HE,
PacCIoI0oKEHHON HEMOCPEICTBEHHO MOJ KJIamaHOM JierouHou aprepuu. Otcrona
apyroe ee HazBanue — JKEJIYJOUKOBASA TAXUKAPAUA U3
BBIHOCAIIEI'O TPAKTA ITPABOT'O XKEJIYJOUKA.

Takas Tomorpadus HUCTOYHMKA AapUTMHH (DOPMUPYET XapaKTEPHYIO
mopdonoruto kommuiekcoB QRS. Ha OKI" HIDKT u3 BeIHOCSIIEr0 TpakTa mpaBoro
KEIylIoyKa MPOSABISIETCS  OJUHAKOBBIMU  YIIMPEHHBIMU  KEJIYJI0YKOBBIMU
KOMILIEKCAMH, KOTOPBIE B JIEBBIX I'PYJHBIX OTBEACHUSAX (pHUC. 28) MpeaCcTaBIICHbI
BBICOKOAMIUIMTYHBIMH  TIPEOOIAIAIOIUMH  TIOJIOKUTEIbHBIMUA ~ OTKJIOHEHUSIMU
(3ybmamm R), a B mpaBbIX TPYAHBIX — NPEOOSANAIOMIMMHA OTPUIATCIHLHBIMU
OTKJIOHeHHAMH. YacToTa puTMa BO BpeMsl TaXWKapaAuW OOBIYHO HAXOIUTCS B
npeaenax ot 100 no 150 B 1 mun. HenpepriBHOE penMaAMBAPOBAHKE MPOSBIISIETCS
YaCThIMU, HO KOPOTKUMHU MEPUOAAMH («3ajlaMm») JKEJIyJO0UYKOBON TaxXxuKapIuH,
coctosimuMu U3 3—10, pexe OOJIBIIETO KOJUYECTBA KETYI0YKOBBIX KOMIUIEKCOB,
OT/ACJIICHHBIMU JAPYr OT Jpyra OJHUM WM HECKOJBbKUMH CHHYCOBBIMU
cokpamieHusiMu. MHorna BO3HMKAIOT 0o0jee NPOJOJDKUTEIbHBIE MEPUOIbI
CHUHYCOBOTI'0 PUTMa, Ha (hOHE KOTOPOTO MOTYT PETUCTPUPOBATHCS OJUHOYHBIE WU
napssie XKD, umeroniue Ty xe Mop(hOoJIOruio, YTO U KOMIUIEKCHI TaXUKapIUH.
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Puc. 28. HenpepplBHO peLUAMBUPYIOLIAS TaxXWKapAHWs U3 BBIHOCAILETO TpPaKTa
IpaBoOro KelyAouka (HerpepbiBHAs 3anuch). [{udpamu 0603HaUYEeHBI MHTEPBAJIBI
MEXIY JKeJTyJ0YKOBBIMU KOMIUIEKCaMU B MHIITUCEKyHIaX. CTpenkoil 0003HaueHO
CIIMBHOE COKpAILlCHHUE.

Eme oxnoit ocobennocteto HIDKT saBnsiercst To, uto Mopdonorust mepBoro
HKTOMUYECKOTO KOMIUIEKCA BCEr/a MACHTUYHA MOPQOJIOTHH BCEX MOCIETYIOIIHX.
[Ipr 3TOM WHTEpBaj CUECIUICHUS IIEPBOrO IKTOIMMYECKOTO COKpAILCHUS BCErAa
OosbIIe cienytonero 3a HuM uatepBaia RR (nepBoro nukina) taxukapauu. Eme
OJTHOW TIOCTOSIHHOW OCOOCHHOCTBIO 3TOW (HDOPMBI HApYIICHUS pPUTMa Cepira
SIBJIIETCSL IPOTPECCUBHOE YNIMHEHNE UHTEPBAIIOB MEXKAY KOMIUIEKCAMU OT Hayaia
K 3aBEPIICHUIO TTU30/I0B TaXUKapaAuu (CM. puc. 28).

HIDKT ne ypaercsa KynupoBaTh € IOMOIIBIO AJIEKTPOKAPAUOCTUMYIISALINH,
yTO0 OOYCJIOBJICHO YKa3aHHBIMU BBIIIE MEXaHU3MAaMH €€ BO3HUKHOBEHUS,
OTJIMYHBIMH OT re-entry. Bmecte ¢ TeM, C NOMOIIBIO 3JIEKTPOCTUMYJISIIUN
NPEACEPANIT WM KEITYJOYKOB C YacTOTOM, IMPEBBIMIAIOIIEH PUTM TaxXUKApIWH,
MOXXHO JOOWUTBCSI YCTpAaHEHHUs TMPOSBICHUN KEIYJOUKOBOW OSKTOMUYECKOU
aKTUBHOCTH, KOTOpBIE MpPH 3TOH (QopMe TaxukKapauu BO30OHOBIISIOTCS BHOBB,
TOTYaC TMOCJe OTKIOYEeHUs cTuMyisuud. [IpociexuBaercs  OTYETIMBas
3apucumMocth HIDKT M OT 4acToThl OCHOBHOIO CIOHTAHHOIO PUTMa CEPAUA.
Haubonee HarnsgHO OHA TPOSABISETCS TMPU BBIMOTHEHUH TeCTa C (PU3MUECKOU
Harpy3kou. [loBblllIEHME YacTOTBI CMHYCOBOIO PUTMa B OTBET HA BO3pPACTAHUE
Harpy3kd NPUBOJUT K IOCTENEHHOMY YMEHBIICHHUIO MPOAOJLKUTEIBHOCTH
«3aJIIIOB) TaXUKApAUU U YIJIMHEHUIO 3MU30J0B CHHYCOBOTO PUTMAa MEXAY HUMH,
BIUIOTb JO IIOJHOIO MCYE3HOBEHUS JKEIYJOYKOBOM Taxukapauu. Ilocie
MPEKpalICHUs] Harpy3ku, IO MEpE NOHWKEHHUS YaCTOThl CUHYCOBOIO PHUTMA,
MPOUCXOJUT TOCTENEHHOE BO30OHOBJICHHE JKETYJAOYKOBOM  AKTOMUYECKON
AKTUBHOCTHM JO MCXOJHBIX IIPOSIBJICHUM HENPEPBIBHOTO PELUUIMBUPOBAHUS
KEJTyTOYKOBOUM TaXUKaApAUH.

B camom Ha3zBaHMM TaxuKapIUM 3aJ0KE€H XapakTep €€ KIMHUYECKOIO
TEUECHUSI — HENPEPHIBHOE PELUAUBUPOBAHUE, KOTOPOE MOXKET MPOCIICKUBATHCS HA
MPOTSIKEHUU HE TOJBKO MecAleB, HO U JieT. HIDKT xapakrepusyercsa orcyTcTBHEM
KIIMHAYECKON CUMITTOMATUKH, JIN0O €€ MaJol BBIPAXKEHHOCTHIO. JIUIIb OTenbHbIC

93



NaIMeHTHl KATyIOTCS Ha OIIylleHue nepeboeB B 00JacTH cepila WM YyBCTBO
cepauebuenus. [lo sToit mpuumHe, B OONBIIMHCTBE CIIy4aeB ObIBaeT KpaiiHe
CJIO’KHO YCTaHOBUTH BPEMs MOSIBJIEHUS TaxuKapAuu. B oTamyme oT Kilaccu4ueckon
napokcuzManbHoi peuunpokHoid MoHomopduoi XT, HIDKT He compsbkena c
puckoM TpaHchopMmanuu B (QUOPMIUISILIMIO >KEIYJIOYKOB, IO KpailHEel Mepe,
COOOIIIEHUsI HAa 3TOT CYET B HACTOsIIEE BpeMsl OTCYTCTBYIOT. Bmecte ¢ Tem,
JUINTENbHOE, MHOIZA MHOIOJIETHEE Te4eHHe ATOM  (OpMBI  apUTMMH,
neperpy:atoiiee padboTy cepana M30bITOYHOM YaCTOTON SKTOMMUYECKUX, a 3HAUYUT
«TUCCUHXPOHUYHBIX) yIapoB (cm. pazzaen KEJIYIOUKOBAA
OKCTPACUCTOJINA U ITAPACUCTOJINA), MoxkeT NpUBOAUTH K Pa3BUTHIO
BTOPUYHOM IUIIATALMY IOJOCTEN CEPALIA U MOSABICHUIO CUMIITOMOB XPOHUYECKOU
CepJICYHON HEAOCTATOYHOCTU — COCTOSIHHIO, KOTOpOE MHOTAAa 00O3HAuYaroT Kak
«TaxXUKAPIUOMHUOMATHIO.

N3Becten m nOpyrod BapuaHT KIMHUYECKOTO TEYEHHsI TaxXUKAPIAH U3
BBIHOCSILETO TPAKTA IPABOT0 KEIYI0YKA, KOTOPBIM IPOSABIAETCS yCTONYMBBIMU
napokcusMamMu ¢ TOu ke Mopdosoruei komiuiekcoB QRS, HO B oTiuuue ot
HIDKT, npuctyIibl, HAnNpOTUB, IPOBOLUUPYIOTCS (PU3UUECKUMU HArpy3KaMHu.

B npotuBononoxxHocTs nogasistomeMy OonbiinHCTBY KT, Taxukapauu us3
BBIHOCSILLIETO TPaKTa IMPABOTr0 XKeJlyAodka MOryT ObITh KynupoBaHbel AT® u
BEpanaMuioM, 10 3THUM IPUYMHAM UX HA3bIBAIOT «aJC€HO3WUH-YyBCTBUTECIIBHBIMID)
U «BEparnaMuiI-uyyBCTBUTENbHbIMI». OTYeTIMBas aHaTOMHU4YecKas Tororpadus
APUTMOI€HHOM 30HBl 3THUX TaXUKApAUMWd B MOJKJIAIIAHHOM IHPOCTPAHCTBE
BBIHOCAIIETO  TpaKTa  MPaBOro  JKEIyJouyka, O0OECleYMBaeT  BBICOKYIO
3¢h(HEKTUBHOCTh TPUMEHEHUS PaTUOYaCTOTHOM KaTeTepHOW abianmuu y TaKux
HAIMEHTOB.

I'opa3no pexe aHAJIOrMYHBIE TaXWKapAMM MOTYT BO3HUKATh B BBIHOCSLIEM
TpakTe JIEBOTO OKeIyAo4dka. B coorBercTBuM ¢ Takoi Tomorpadueii, B
IIPOTUBOIOJIOKHOCTh TaXWMKapAHUsIM U3 BBIHOCSILETO TPAKTa IPABOr0 KEIyI0YKa
koMiiekebl QRS mposiBisitoT  ce0si  MaKCUMalbHBIMH — IOJIOKUTEJIbHBIMU
OTKJIOHEHUSIMU (3yOuamu R) B mpaBbIX IpyIHBIX OTBEICHUSX.

2.2.3.4. O0beM 00cIe10BaHNA.

Kax u y 6onbnbIx ¢ apyrumu popmamu KT, 11 OLIEHKH KOJIMYECTBEHHBIX U
KAUECTBEHHBIX NPOSBICHUN KEITYyJAOYKOBOM 3KTONMUYECKOW AaKTUBHOCTH, BCEM
o6oneapiM ¢ HIDKT mokazano mnpoBemenue 24-yacooro XM OKI'. IIpobOwr ¢
JO3UPOBAHHON (DU3UYECKON HATrPY3KOM Ha BEIOAPTrOMETPE WU TPEIMHUIIE MOTYT
JaTh TOJIE3HYIO0 TUArHOCTUYECKH 3HAYUMYIO0 MH(POPMAIUIO O BIUSHUU YaCTOTHI
CHHYCOBOI'O pUTMA HA MPOSBICHUS KEITYIOYKOBOW SKTOMUYECKOM AKTUBHOCTH.
Baytpucepneunoe D®DU He TpeOyeTcs i1 MOCTAHOBKH JUATHO3a W BBIMOTHSACTCS
JIMIIb KaK Ha4aJIbHBIM 3Tal pajMo4acTOTHOM KaTETEpHOM adialuu, B TEX Cilydasx,
KOI'/Ia IPUHUMAETCS PEIICHHE O MPUMEHEHUU 3TOr0 METOJA JIEUEHUs (CM. HHXKE).
Bcem OGompaBIM mOKazaHo mpoBenenne DXO KI' ¢ 1menpio OIEHKH pa3MepoB
NOJIOCTEN cepAna W MX (QPYHKUUHU, OLIEHKM COCTOSIHMSI KJIAlIaHHOI'O armapara
cepAua, OLEHKU TOJILIMHBI MHOKapAa, UCKIIOUYEHUS WM IOATBEPKICHHUS €ro
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runeprpopuu. B nopamisiomeM OOJBIIMHCTBE ClydyaeB OOCJIEIOBAHHE B 3TOM
o0beMe SBISETCA OCTATOYHBIM. JIMIIb NMpPU HaIM4YMKM KIMHUYECKHX MPU3HAKOB
aprepuaibHOoil runeproHuu, xponuuecko WBC, mnepBuuHbIX 3a00seBaHUMN
MUOKapAa WIA Jpyrux (GopM CepAeHYHO-COCYIUCTOM MATOJIOTUU IMPOBOJIUTCSA
JOTIOJIHUTENbHOE ~ O0CJIeJOBaHWE, B  COOTBETCBUM C  CYLIECTBYIOIIUMHU
PEKOMEHAALUAMU.

2.2.4. IHonumopghnas »xcenyooukosas maxukapous.

B otnuuune ot monomopduoit KT, mannas Qopma xapakrepusyercs
nporpeccupyromuMu (0T yaapa K yaapy) HU3MeHeHHsMU KoMmiuiekcoB QRS mo
KOH(UTypaluyi, aMIUIMTYJA€ WU HalpaBJIEHUIO MPEoOJaJAIOUX SJIEKTPUYECKUX
OTKJIOHEHUU. [Ipm OTCYTCTBHMM MNAaTOIOrHYEcKOro yminHeHuss uHtepBana QT,
nonmumopdHas KT nHambonee dyacto ObIBaET CJIEACTBUEM OCTPOW HILIEMHUU
MUOKapAa, Mpexae BCEro OCTpOoro MH(apkTa MUOKapHAa, a Takxke ApYrux (Gpopm
OCTPOT0 MOBPEXKACHUS MBIl CEPILIA.

[TIOJINUMOP®HAA  XKEJIYIAOUYKOBAA  TAXUKAPAMA  TUIIA
TORSADE DE POINTES.

[TomumopdHas xenynoukoBas Taxukapaus tuna torsade de pointes (TdP)
UMEET M JIpyTrHe Ha3BaHUS: «IHUPYIT», «JIBYHAIPaBIEHHas-BepETEHOOOpa3Has»
KEITyJTOUKOBasl TaXWKapaus, «CEepACUHBIM Oaner», «mpexonsdmas (uopuIanus
KEITYJOUKOBY.

2.2.4.1. lIpnynHbI BOSBHUKHOBEHHS.

Taxukapauss Ttuna TdP sBnsercs riaBHbIM, cHeUU(UYHBIM M OYEHb
ONACHBIM KJIIMHUYECKUM MPOSBICHUEM CHUHIPOMOB YIJIMHEHHOro uHTepBaia QT.
N3BecTHBl BpOXKACHHBIE, TEHETHMYECKH OOYCIIOBJIECHHBIC BapUAHTHl YIJIMHEHUS
untepBaia QT. [TogpoO6HO OHU OTHEIBHO OYAYT MPEACTABICHBI HUXKE.

[IpuoOperenusie Gopmbl cuHApoMa yuiMHeHHoro uHtepBaia QT moryt
ObITh OOYCJIOBJCHBI IEJBIM PSAIOM (HAKTOPOB, MPUBOMAIIMX K 3aMEAJICHUIO
MPOLIECCOB PENOJIApU3alud MHUOKapja kenynodykoB. Ilockonbky umHTepBasn QT
SIBJIIETCS] YaCTOTHO-3aBUCHUMBIM TTOKa3aTelieM, TshKemasi Opaaukap/ivs, CBsI3aHHas C
TUC(PYHKIIMEH CHHYCOBOTO y3IIa, JTUOO C MpeacepaHO-KeIyJ0YKOBON OJI0KaI0M,
MOYET MPUBOJUTH K MATOJIOTUYECKOMY yJIMHEHUIO nHTepBaia QT c pasButuem
TdP (puc. 29). VY nnunenue WHTEpBaJIa QT MOXKET OBITH
IEKTPOKApIUOTpaGUIECKUM TIPOSBICHUEM HAPYIICHUH 3JIEKTPOIUTHOTO OOMEHa
(rumokanueMusi, TUIIOMArHUEMUs) BCJCACTBUE NPUMEHEHUS] JAUYPETUKOB WIIU
NaToJoTUU HaJmo4eyHUuKkoB (cuniapom KonHna). Tsokenbie HapylieHUs: OEIKOBOIO
nuTanus (IJIUTENIBHOE «JIUETHYECKOE» TOJIoJaHuEe, HEBPOreHHAs aHOPEKCHS,
JUTUTENBHOE napeHTepaIbHOE IIUTaHHE U ap.), MHTOKCHUKALIHS
dbochopopraHuyecKUMH COCAMHEHUSIMU, TUIIOTUPEO3 — U3BECTHBIC PUUYUHBI
ymmmHenus uaTepBaia QT ¢ pazsutuem TdP. Hakonen, mpruoOpeTeHHbIH CUHIPOM
yAIMHEHHOTO MHTepBasia QT sABISIETCS ONHUM M3 BO3MOXKHBIX HEXKEIATEIbHBIX
3¢ (dEeKTOB HMCMOIB30BaHMS aHTHUapuTMUYeckux mpemapatoB [A u III kmaccos,
IICUXOTPOITHBIX CpPENCTB (heHOTHa3nHOBOTO psana, TPULUKINYECKHUX
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AHTUACIIPCCCAHTOB, 3PpUTPOMUIIMHA W MHOTHUX JPYTIHUX JICKAPCTBCHHBLIX CPCACTB,

OPUMEHSIOMUXCS I JICYCHHUS CEepPACUYHO-COCYIUCTBIX W HWHBIX 3a00JIeBaHUI.
[lepeuensb npenapaTos, yauHsoumx uarepsaan QT npencrasnen B Tadu. 11.

e = v 1.

Wik A

3

Puc. 29 PCHI/II[I/IBI/Ip}IIOHIHC AMHU30/1bI KEITyA0YKOBOW TaxuKapauu tuma torsade de
pointes Ha QoHe mpeacepaAHO-kemyaoukoBoi Onokansl I cremenn. CunycoBas
Taxukapaus npeacepaui (3yousl P ¢ wacrotoir 95-105 B MHH.) TUCCOUMUPYET C
PUTMOM KEIYyNOYKOB € 4YacToToh 28-35 B MuH. 3HaueHuss uHtepBana Q-T
coctaBisroT 550-620 Mmc.

Taonuuya 11. [lepeuensv nekapcmeeHHbIX NPenapamos, 6vl3vbleawux YOoauHeHue
unmepsana QT

Poccuiickoe Ha3BaHue MesxkayHapoaHOE HA3BaHHE I'pynnoBasi npuHa JIeKHOCTD
AzutpoMunuH* Azithromycin AHTHOHOTHK
AtlimanuH Ajmaline AHTHAPUTMHYCCKHIA TIperapat
Andyszozun” Alfuzosin Anbpal-anpeHobiaokaTop
AMaHTaIuH Amantadine [IpoTrBOBHpPYCHEIH Ipemapar
Awmuonapos™ Amiodarone AHTHApUTMHYECKHIA TIperapaT
AMucynsnpun Amisulpride AHTHIICHXOTHYECKUII Tpenapar
AMUTPUNTHIINH Amitriptyline AHTHIETIPECCaHT
AMoxcanux Amoxapine AHTHIETIPECCAHT
CTUMyTATOp HEHTPATLHONH HEPBHON
AwmperamuH Amphetamine CHCTEMBI U CPEICTBO, CHIIKAOIIIEE
aIlreTuT
Amnarpemug* Anagrelide [IpoTuBOOITyX0JIEBHI TIpEMapaT
Acrtemuzon* Astemizole [IpoTrBoanepruyeckuii mpenapar
ArazanaBup” Atazanavir [IpoTHBOBHpPYCHEIH Mpemapar
ATOMOKCETHH Atomoxetine AnpeHOMUMETHK (HEeTIPSIMOi)
benaksuimua” Bedaquiline AHTHOHOTHK
Bermpumn* Bepridil AHTHAaHTHHAIBHOE CPENICTBO
boprezomuc” Bortezomib IIpoTuBOOMYXO0NIEBHIN penapaT
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Bocyturn6”
Bazomnpeccun

Banneranun6*
Bapnenagpun”

Bemypadpenno”™
Bennadakcua”

BepnakananTta ruapoxsopun
Bunnonerun

Bopukonazon”

Bopunocrat”
l'ananTamuna

lanonepunon™

lanodantpun*

latugnokcamua”
I'emugnoxcarua”

I'epnacdiokcarun

I'uaApOKCU3MHA THIPOXIIOPHUL
I'panucerpon”
JlacatuHNO"

Jesunpamux

Jexcmermindenunar

Jexctpoamperamux

JuruapoapreMu3uH/IHuepaxui”
Juzonupamu*
JudenrnnpamMux
Jobyramun

Jlokcenuu

Honacerpon”
Jomnepunon*

Jonamun

Jodermmua*

Hponenapon™
Hponepumon*
3unpacuaon”

ARviniing
W3omnporepenon
Wnonepunon”

VmunpamuH (MeTUIpaMuH)
Numanamun”

Ucpanunun”

Urtpakonazon

Kpernarmma”

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

Iloperidone

Imipramine (melipramine)
Indapamide

Isradipine

Itraconazole

Quetiapine

[IpoTrBOOMYXOJ€EBBIN TpEenapaT
I'opmoHanbHbLI penapat
[IpoTrBOOMYXO0J€EBBIN IIpENapaT

CpencTBo, IPUMEHSIEMOE B JIEUEHUU
SPEKTHIBHON ANCOYHKIINU

IIpoTuBOOMYXOJ€EBBIN IIpENApAT
AHTHIENPECCAHT
AHTHapUTMHYECKUH IpenapaT

CpencTBo, yiydmiaroliee MO3roBoe
KpOBOOOpaIeHne

[TporuBOrprOKOBEIH penapar
IIpoTuBOOMYXOJ€EBBIN IIpENApAT

WHruburop XoauH3CTepasbl,
MPUMEHSIEMBIii B JieueHUH 00JIe3HN
Aunpireiimepa

AHTHUIICUXOTHYECKUI Npenapar
IIpoTuBOMaNsApuitHOE CPEACTBO
CHHTETHYIECKHH IPOTHBOMHUKPOOHBIH
npenapar

CuHTEeTHYECKNI TPOTHBOMUKPOOHBII
npenapar

CHUHTETHYECKUI MPOTHBOMUKPOOHBII
npenapar

CenaTuBHBINA TIpenapaT
IIpouBopBOTHOE
[IpoTrBOOMYXO0J€EBBIN IIpENApaT
AHTHZETIpECCaHT

CTuUMyTSATOp HEHTPATBLHONH HEPBHON
CHUCTEMBI

CTUMyYTATOp HEHTPATBFHONH HEPBHON
CHCTEMBI U CPEJCTBO, CHIIKAIOIIIEE
anmneTuT

IIpoTuBOMaNsApUitHOE CPEACTBO
AHTHapUTMHUYECKUI TTpernapaT
[IporuBoannepruueckuil nmpenapar
[Ipeccopnsliit aMmuH
AHTHIETIPECCAaHT
ITpouBopBoTHOE
[IpouBopBOTHOE

[IpeccopHblit aMmuH
AHTHAapUTMHUYECKUI TTpenapar
AHTHapUTMHYECKUN ITpenapaT
AHTHUICUXOTHYECKUI Npenapar
AHTHIICUXOTHYECKHUH ITpenapar
AHTHapUTMHYECKUH Ipenapar
AJIpeHOMHUMETHUK
AHTHUIICUXOTUYECKHUI penapar
AHTHIETPECCAHT
AHTHUTHNIEPTEH3UBHBIN Ipenapar
AHTUrUNEepTeH3UBHBIH Npenapar
[TpoTuBOrprMOKOBEIIA ITpemapaT

AHTHUIICUXOTUYECKHUI penapar
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Kerokonazon
Knaputpomunna*
Knozamua”
Knomunpamun
Kokaun*
Kpuzornano”
Jlamatuau6”
JleBanOyTepon

JleBomerammin*
JleBodaokcarua”

JIm3gexcamperammHa
nuMecynbhaT

Mesopunazus*
Metagon™

MertamnpoTepeHon
Metundenuaar

Munoapux

Muprazanua”

Moxcudnokcanua™

MosKCHTIpHIT/ THAPOXITOPTHAZH

MBplIibsika TPHOKCUI™
Hubenran*
Hukapaunun”™
Hunornano”
Hudepuam*

Hoprpuntunux
Hopdmokcammua”

Hopsnuredpun
Oxcuroruu”
Onanzanua’

Onpancerpon™
Odnokcara”

[Mazomann6”
[Mamumepuaon”
[Tapokcetun
[Tacupeorug”

Ilentamuguna™

[MepduryTpeHOBBIE IUTUAHBIC

MHUKpochepsr”

IMumosun*
[Ipenapate! autus”

IIpobykor™*
[Tpokanaamum*
IIpomerazun”

[IpoTpuntunuu

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
Lithium

Probucol
Procainamide
Promethazine

Protriptyline

[IpoTHBOTpMOKOBEI TIpemapat
AHTHOMOTHK
AHTUTICUXOTUYECKHUH Mpenapar
AHTHIETPECCAHT

MecTHBIN aHECTETUK
[IpoTrBOOMYXO0J€EBBIN ITpEenapaT
IIpoTuBOOMYXO0J€EBBIN IIpENApAT
AJIpeHOMHUMETHUK

OnuoONIHBIA aHAJIBI'CTHK

CHUHTETHYECKUI MPOTUBOMUKPOOHBII
npenapar

CTUMyYTATOp HEHTPATBFHONH HEPBHON
CHCTEMBI

AHTHUICUXOTHYECKUI IIpenapar
OnMoONIHBIA aHAJIBIETH
AJIpeHOMUMETHUK

CTuMyJSITOp HEHTpaIbHONH HEPBHON
CUCTEMBI

AZIpeHOMHUMETHUK

AHTHENIpEcCaHT

CHUHTETHYECKUI MPOTHBOMUKPOOHBII
npenapar

AHTUTUIIEPTEH3UBHBIN Ipenapar
IIpoTuBOOMYXOJ€EBBIN IIpENAPAT
AHTHapUTMHYECKUN ITpenapaT
AHTUrUNEepTeH3UBHBIH Npenapar
[IpoTrBOOMYXO0J€EBBIN IIpENapaT
AHTHapUTMHYECKUH IpenapaT
AHTHIETIPECCAHT

CHHTETHYECKHH IPOTHBOMHUKPOOHBIH
npenapar

AJIpeHOMHUMETHUK

['opMoHanbHBIN npenapar
AHTHUIICUXOTUYECKUI penapar
IIpoTuBopBOTHOE

CHHTETHYECKHH IPOTHBOMHUKPOOHBIH
npenapar

IIpoTuBOOMyX0NIEBBIN penapaT
AHTHIICHXOTHYECKHUH ITpenapar
AHTHIENPECCAHT

I'opmoHanbHbLI penapat

AHTUIIPOTO30/HBIN Npenapar

KonTtpacTtHslii npenapaT, UCHIONb3yeMbli B

YIIBTPa3BYKOBBIX HCCIICIOBAHUIX
AHTHUIICHXOTHYECKHUII Ipemapar

CpencTBo, IpuMeHIeMOe IJIsl JISUCHUS
MaHMI

[Munonununemuyeckoe cpesicTBO
AHTHapUTMUYECKUH Tpernapar
AHTHUICUXOTHYECKU Npenapar

AHTHIETIpECCAaHT



[ceBnoadenpun
Panonasua”
Punmusupun”
Pucnepunon”
Putonpun
Puronasup
Pokcurpomunima”
CakBuHaBUp”
Canp0yTamon
CambMeTepon
Cesodypan™
Ceptunpon”
Ceptpanua
CubyrpamMua
Comudenarnva
Copadenno”
Coranon*

Crapdmoxcanua*

CyHuTHHHO"
Takpomumyc”
Tamoxcugpen”
Tenasanmuu”
TenurpomMuuua”
TepOyTanun
Tepdpenanun*
Tuzanngua”
Tuopunazuu™
Tonrepogun”
Topemuden”
Tpazonon

Tpumeronpum/Cynbhamerokcas
on

Tpumunpamus
damoruauu”

denbamat”
DeHunponaHoaMUH
deHoTHA3H
DenTepMuH

OendmypamuH
dunromumoa”

Dnexanaug*
®iykoHa30I1
dnyokceTuH
®ockapuer”
dochenuronn”
Xuauang*
XunHnHa cyibdar

Xnopanruapar

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
Fluoxetine
Foscarnet
Fosphenytoin
Quinidine
Quinine sulfate
Chloral hydrate

AJIpeHOMHUMETHUK
AHTHaHTHHAIILHOE CPEICTBO
[IpoTrBOBHpPYCHBII ITpenapar
AHTHUICUXOTHYECKUI NIpenapar
MuopenakcaHT
[IpoTrBOBHpPYCHBIN Npenapat
AHTHOHOTHK
[IpoTrBOBHpPYCHBIN Npenapat
AJIpeHOMUMETHUK
AJIpeHOMUMETHUK

OOmuii anecTeTnk
AHTHUTICUXOTUYECKHI Mpenapar
AHTHIENPECCAHT

CpencTBo, CHIXKAIOIIEE aleTUT
MuopenakcaHT
ITpoTuBOOMyXO0NIEBEIN penapaT
AHTHapUTMHUECKUI TTpenapar
CHHTETHYECKHN IPOTHBOMHUKPOOHBIH
npenapar

IIpoTuBOOMyXO0NIEBEIN IpenapaT
HNMMyHOCynpeccopHblil mpenapar
IIpoTuBOOMyXO0NIEBEIN IpenapaT
AHTHOHNOTHK

AHTHONOTHK

AJIpeHOMHUMETHUK
[IpoTuBoamiepruvyeckuii mpenapar
MruopenakcaHt
AHTHTICUXOTHYECKHUH ITpenapar
MuopenakcaHt
IIpoTuBOOMYXOJ€EBBIN IIpENApAT
AHTHIENPECCAHT

CuHTeTHYECKNI TPOTHBOMUKPOOHBII
mpenapar
AHTHIETIPECCAHT

CpencTBo, CHIKAOIIEe KICIOTHOCTh
JKEITyTOYHOTO COKa

ITpouBoCYIOPOXKHBIN MpenapaT
CpeacTBo, CHIKAOIIEE alleTHT
AHTHUICUXOTHYECKUI Npenapar
CpeacTBo, CHIKAOIIEEe anneTuT
CpencTBo, CHIKAOIee almeTHT

[Ipenapat, npyuMeHseMbIi B JIEUEHUHN
PAacCEesIHHOIO CKIIEpO3a

AHTHapUTMUYECKUH Tpemnapar
[TpoTtuBOrprOKOBEIH Npenapar
AHTHIETIPECCAHT
[IpoTrBOBHpPYCHBIN Npenapat
IIpouBoCynOpOXKHBLI Ipenapat
AHTHAapUTMUYECKUH Tpernapar
IIpoTuBOMaNsApUitHOE CPEACTBO

CHOTBOpHOE
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XnopoxuH Chloroquine [IpoTrBOMaIIpHITHOE CPEACTBO
Xiopnpomazuu* Chlorpromazine AHTHIICHXOTHYECKUII Tpenapar
CpeacTBo, CTUMYJIHPYIOLIEe MOTOPHKY

Husanpma® Cisapride [HIIEBapUTEIHHOIO TPAKTA
Hunpodmoxcanux Ciprofloxacin SPPI:;;;;:WKHH HpOTHBOMUKPOOHEIIE
Iutanonpam Citalopram AHTHIETIPECCAHT

OnuHeppuH Epinephrine ApeHOMUAMETHK

Opubynuu” Eribulin ITpoTuBOOMyXO0NIEBBIN penapaT
OpurpoMure* Erythromycin AHTHONOTHK

Ocuuranomnpam™ Escitalopram AHTHETIpECCAHT

Ddenpun Ephedrine AJIpeHOMUMETHK

Hpumeyanus:

HazBanus npemapatoB mpencTaBieHbl B COOTBETCTBHU C MEXKITyHAPOIHON HEMaTeHTOBAaHHONH HOMEHKIIATYPOH
(MHH);

* — moxymeHTHpoBaHa HHAYKIHUSA Torsade de pointes mpu HCHOIB30BAHUH STOTO IpenapaTa B CTAaHAAPTHBIX
TEpareBTHYECKUX J03aX;

N —unpaykuus Torsade de pontes npu UCTIONB30BaHUHU IAHHOTO TIpenapaTa J0KyMEHTUPOBaHA B ONPEACIEHHbBIX
YCIIOBUAX (HAaIIpUMep, PEBHIIICHNE PEKOMEHIyEMOM J03bI WM B3aUMOECHCTBHE C APYTUMH JIEKAPCTBEHHBIMHU
Ipernaparamu);

Bce ocranbHble peacTaBiIeHHbIE B JaHHOM Ta0bnuIe npenaparsl CriocoOHbI BHI3BIBATh YUIMHEHHE HHTEpBaJla
QT, onnako ciyyan naaykiun Torsade de pointes Ipy X NIPUMEHEHUH HE 3apEerHCTPHUPOBAHbI;

Bce npezcraBnenHsle B JaHHOH TabiMIe ITpenapaThl POTUBOIOKA3aHbI OOJIBHBIM BPOXKIEHHBIM CHHIIPOMOM
yanuHéHHoro untepsana QT.

2.2.4.2. llatodusnosorus.

NuumupyronmM MeXaHu3MOM Pa3BUTHS KETyI0YKOBOM TaXUKapJuu TUIIA
TdP  sBnseTrcs  TpurrepHas  aKTUBHOCTh,  OOYCJIOBIIGHHas  paHHUMU
MOCTACTOJISIPU3ALIUSIMH, a  HEOJHOPOJHOCTh  3aMEIJIeHUus  IPOIECCOB
pernoispu3zali  Npu CUHApoMe yiyuHeHHoro wuHTepBana QT (mucnepcus
pedpakTepHOCTH) CIIY>KUT OJHUM U3 BaXKHBIX YCIIOBHM BKIIIOUeHUsI (peHOMEHa re-
entry, Kak BO3MO>KHOI'O MEXaHU3Ma MOJJep>KaHUs TaXUKaAPIUH.

2.2.4.3. Inarnoctuka. Kimunyeckue nposiBjieHus.

XapakTepHasi 3nekTpokapauorpagpuyeckas kaptuHa TdP BelrisguT, kak
IIOCTENICHHOE H3MEHEHUE DJJIEKTPUUYECKOW OCH cepaua («BpalleHUEe OCHu»,
«IHPY3T»), NPOSABISIOLIEECS] CMEHOM  MpeoOafaroluX  MOJOXKHUTEIbHBIX
OTKJIOHEHHH Ha npeoliaiaronue oTpuLaTelbHble, U HA000pOT, C U3BMEHEHUEM HX
aAMIUIATYIbl U1 MHTEPBAJIOB MEXIY YUIMPEHHBIMH U PE3KO Ne(hOpMUPOBAHHBIMU
KEITyTOYKOBBIMA KOMIUIEKCAaMH (CM. puc.29), 4TO MpU 3aTSHKHBIX 3MH307aX B
HEKOTOPBIX CIIy4asx HaloMuHaeT GopMy BepereHa. YacToTa puTMa KelyJ0YKOB
npu 3toM coctapisieT ot 200 mo 250 u naxe Oonpiie B 1 mun. Ilapokcusmer  TdP,
KaK [paBUjIO0, MNPOTEKAIOT C PE3KUM CHIKEHHEM apTEepUaIbHOrO JaBJIEHUS,
KOJIalicaMHM, OOMOpOKaMM, OCTaHOBKOW KpoBOOOpaieHus. bojpmIMHCTBO
SINA30/10B 3TOM TaxXWKapAHHU CIOHTAHHO Kynupyrorcs yepe3 6—100 koMIiekcoB, HO
Bcerjga cyuectByer puck TtpaHchopmauuun B DK, uyro oTHOCHT 3TY (opmy
TaXUKapJUU K IPOrHOCTUYECKH KpaliHe HEOIaronpusTHbIM.

2.2.4.4. O0beM 00cIe10BAHUSA.
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Ob6cnenoBanue 6ombHBIX ¢ TdP mOmKHO OBITH HampaBIEHO HA BBIABICHUE
IPECTaBICHHBIX BhIIIE MPUYMH MATOJIOTHYECKOro yinHeHus narepsana QT.

2.2.5. Tpenemanue sxcey00uKkoe u puoOpUIIAUUA HCETYTIOUKOE.

B ocnoBe tpeneranus xxenynoukoB (TXK), Tak ke kak 1 monoMmopdHoit XKT,
JISKUT MEXaHU3M IMMOBTOPHOTO BX0J1a BOJIHBI BO30OYKICHHMSI, TIPH KOTOPOM, OJTHAKO,
BpeMs LIMKJA re-entry CYIIECTBEHHO Kopoue. BcrienctBue 3Toro, yacrora purMma,
00b14HO, coctaBisier 250 u 6onee B 1 mun (puc. 30A). Ha OKI' peructpupyror
PUTMUYHBIC, BBICOKOAMILUIUTYIHBIC, YIIUPEHHBIC JJICKTPUUECKUE OTKJIOHCHHUS
KETyJA04YKoB, BOJHbI T He omnpenenstoTcs. Yem Bbllle 4YacTOoTa W IIUPE
KEITYJJOUKOBBIE OTKJIOHEHHS, TEM MEHEE pPa3IMUMMa H303JEKTpUUYECKas JUHUS.
DnekTpokapauorpadguueckas KpuBas MOXET MNpUOOpeTaTh BUJ MPaBUILHOU
cunycounl (puc. 30Bb), uro 0ObIyHO HaOMIOAAETCs HA ATane Tpancopmaruu THK
B ux G(uopwusanuio (puc. 30B), sBusgmonIyrocs, 3a pPeAKUM HUCKIIOYCHUEM,
3aKOHOMEPHBIM HUCXOJIOM.

®X mnpencraBiaser coboii dacTele, aOCOIIOTHO HEKOOPAWHHUPOBAHHBIC
COKpAILICHUs MBIIIECYHbIX BOJOKOH. Mexannzmom @K, mo-suamMomy, sIBIISIETCA
re-entry, Ipu KOTOpoM (POHTHI BO3OYKIACHHUS U3MEHSIOT MyTH CBOETO JBUKCHUS
or mukina k mukiay. Ha OKI' (cm. puc. 30B) peructpupyercsi HeperyJspHas,
Xa0THUYECKasl JJIEKTPUYECKass aKTUBHOCTh B BHUAC MOTUMOP(HBIX OCIUJUISIIHM,
MOCTOSIHHO ~ M3MEHAIONIMXCS [0  CBOoeM  KoHpurypauuu,  amIuIUTyJe,
POJOJKUTENBHOCTH M 4acTOTE, AMana3oH KOoTopoil cocrasisieT oT 300 u BhllIE B
1 muH.

. : . i\ At
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Puc. 30. CnonTaHHOE pa3BUTHE TPENETaHUsl KEMyAOuKoB (A) ¢ 3BOJOIMEN B
cuHyconaainbHyo KpuByio (b) u mocnenyromuM nepexoaoM B (QUOPMILIALUIO
xenynoukoB (B). (XonrepoBckas monutopHas 3anuck OKI', 3adgukcupoBaBiias
MOMEHT BHE3AIMHOW apUTMUYECKON CMEPTH).
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N T)K, n ®X conpoBoKIAIOTCA OCTPBIM PA3BUTUEM KIMHUYECKOW KAPTHHBI
OCTaHOBKM  KpOBOOOpamieHusi,  TpeOyromeil  IpoBEACHHS  IKCTPEHHBIX
PE€aHMMAlMOHHBIX MEPONIPUITUI C TPUMEHEHUEM DIEKTPUUECKON KapAUOBEPCHUN.

Bonbubie, nepexupmue TXK w/mmu OXK, qomkHbI OBITH 00CIEIOBAHbBI Tak
e, KaK MalKueHThl ¢ Kjaaccuueckoil MonoMopdHoit XKT.

2.2.6. J/Ieuenue 601bHBIX C HHCETYOOUKOBBIMU MAXUKAPOUAMU.

Jleuenue 310l KaTeropuu OONBHBIX MPAKTHUECKH BO BCEX CIIydasx TpeOyer
pelieHus AByX 3a/lay: KymupOBaHUs NPUCTYIIOB U NPOYUIAKTUKN UX PELUIUBOB.

IIpu @K wum KT 0e3 myabca KIHOYEBBIM 3JIEMEHTOM pEaHUMalUU
SBIIETCSI DKCTPEHHAs JJIEKTpUUYecKast AePUOPUIUISIMUS C TPUMEHEHUEM SHEPruu
paspsiaa 150-360 Ix. [1pu HeaddextuBHOCTH 2—3 pa3psiAoB nepes] NPpUMEHEHUEM
CJIEIYIOLIUX pa3psioB TpeOyeTcss BHYTPUBEHHOE OOIIOCHOE BBEJICHUE aMUOAapoHa
B 103€ 300 mr.

Menee 3¢ dexkTUBHO B 3TUX clydasx nmpuMeHeHue augokanna (100-200 mr
BHYTPUBEHHO). BBeneHue mpemnapaToB MPOU3BOAUTCS Ha (OHE HEMPEPHIBHOIO
Hapy’KHOT'O Macca)a cepua.

B ciyuyae BoccTaHOBJIEHHS CHHYCOBOTO PUTMA, MPU HEOOXOAUMOCTH MOKET
OBbITh HaYaTa MOCTOSHHASA BHYTPUBEHHAS NH(Y3Us IPETapaToB.

[Ipu mapoxcuzmanbHoii MoHoMmopdHoii KT nanbonee >¢ddexTHBHBIMU
ABJIAIOTCS aHTHaputMuueckne mnpenapara [ m III kmaccoB, m kKak cpencrsa
Ky[IMpPOBaHUSI MAapOKCU3MOB IPU BHYTPUBEHHOM NPUMEHEHUH, U KakK CpeACTBa
OPEeAyNpexXACHUsT HX MOBTOPHOIO PAa3BUTHS, MPU PETYISPHOM JUIUTEIBHOM
npueMe BHYTpb (cM. Tabn. 1 u 3). Ilpu sTOoM ciemyer cTporo cooOoaaTh
orpaHu4eHuss 1o Oe30MacHOCTM NpuMeHeHust npenaparoB | kiacca,
00yCJIOBIIGHHBIE BBICOKUM PHCKOM HMX apPUTMOTE€HHOIO JEHCTBUSI Y OOJBHBIX C
TSDKEJIBIM OpraHUYecKuM mopaxeHueM cepaua. Ilpemapatel [ kitacca J0MKHBI
OBITh MCKJIIOUYEHBI U3 KIMHUYECKOro npuMeHnenus y OonbHbix UBC, B TOM uncie
NEPSKUBIIMX HHPAPKT MHOKApJa, a TaKXe y MalUeHTOB C ApyrumMu (popmamu
CEpJIEYHON NaTOJOTUH, MNPUBOMAIIMMHM K JWIATALMM TIOJOCTH M CHHXKCHUIO
bpakuuu BbeIOpOoca neBoro kemymouka (<40% mno gamaeiMm OXO KI),
runeprpopun Muokapza Jjieporo xeiyaoudka (1,5 cm u Gosee, no nmaHHeiM 9XO
KI'), a Takke K HpOSBICHHUSIM XPOHUYECKOW CEPAECYHOM HEAOCTaTOYHOCTH.
Haubosiee onacHO NpHUMEHEHHE Yy 3THX KaTeropuil OoipHbIX mnpenapatoB [C
KJiacca.

N3 npenaparoB [A knacca mapeHTEpPaIbHO MCIOIB3YETCA  TOJBKO
npokanHamu. [locie npeasaputensHoro pasenenus B 20 Mil pU3HOIOTHYECKOTO
pacTBOpa €ro MOXHO BBOJMTH BHYTPUBEHHO CTpyHHO B a03e 0,5—1,0 r numb npu
OTCYTCTBUHM MPEJICTABICHHBIX BBIIIE OrPAaHUYEHUIN 1O 0€30MaCHOCTH MTPUMEHEHUSI.
N3-3a pucka pa3BuUTHUSI TUIOTOHUU IpernapaT BBOJUTCS MeUIEHHO (B Teuenue 10—
15—20 MUHYT) MO TOCTOSTHHBIM KOHTpOJIeM ypoBHS A/l

bonee »ddexTuBHO M 0e30macHO BHYTPUBEHHOE CTPYWHOE BBEIACHHE
JUJ0KanHa B J03¢ 1-2 MI/Kr B Te4YeHHe 3—5 MHUHYT C TIOCIICAYIOIICH, TNpH
HE0OX0IMMOCTH, TIOI/Iep>KUBAtoNel HHPY3UEH CO CKOPOCThIO 1—4 MIr/MUH.
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Haunbonee »>(@exTuBHO M NPEeANOYTUTENHHO BHYTPUBEHHOE BBEACHHE
amuogapoHa B Jo3¢ S wmr/kr B Teuenue 15-20 mun. Ilpu HeoOxommmocTu
IPOJOJKEHUS BBEJICHUS MpernapaTta MOXeT ObITh HauaTa MOCTOSHHAsE MH(DY3Hs B
cyTouHnoi no3e 1,2—1,8 r (MakcuMasnbHas cyTouHas no3a 2,2 1). (cM. tabn. 1).

BHyTpuBeHHOE BBE/IEHHE aHTUAPUTMUYECKUX MpPEnapaTroB MPOBOJIUTCS MOA
MIOCTOSIHHBIM KOHTPOJIEM YpOBHA aprepuanbHoro pnasieHus u OKI'. PazButue
npeacepaHo-xkenyaoukoBot Omokanel II-III crenmenu, pacmmpeHue CHUHYCOBBIX
komiiekcoB QRS >160 Mmc u ynnunenue wunrtepBana QT >500 mc, Takxke B
CHUHYCOBBIX KOMIUIEKCAX, TPEOYyeT MpepbIBAHMS BBEICHUS.

B nensx npodunaktuku peunnuBoB monomopduon KT, TXK u @K, B Tom
qyclie T10CJIe€ NPOBEACHHOW MMIUIAaHTAllMM KapAHOBepTopa-nedudpuusTtopa
(cMm.HIKE), HamOosiee 3(PGEeKTHBHO HA3HAYEHWE HA JUTUTEIBHBIM TIOCTOSIHHBIN
pHUeM coTajnoja, aMuojaapoHa (cM. Tabu. 1), a Takke KOMOMHALIMM aMHOJapOHa U
B-6mokaTopoB. Y GONBHBIX CO CHMKEHHOH (hpakiueil BRIOpoca JIEBOro KeIyA04Ka,
IPOSBIICHUSIMU XPOHUYECKOMN CEPJIEYHON HETOCTATOYHOCTH, a TAKKE MPU HAITMYUU
IPU3HAKOB TMOYEYHOM HEIOCTATOYHOCTH, MpernapaToM BblOOpa sBIsSETCsE
aMHUOJIapOH, a COTAJION JIOJKEH ObITh UCKIIOYEH U3 TPUMEHEHUS.

[Ipn dacuukyasspHoi JeBoxkeJayaoukoBoii Ttaxukapauu u HIDKT
BHYTPUBEHHOE BBEJICHHE Bepamamuia, a Takke aaeHosuHa (ATD) ssustorcs
BBICOKO 3(P(dEeKTUBHBIMH cIlocobamMu KynupoBaHus (cMm. Tabmd. 3). Ilpu stmx
dbopMax TaxuKapaAUM IS TPEIyNpeKIeHUs PEIUANBOB dP(HEKTUBEH PETYIISIPHBIN
JUIMTEJIbHBI IIPUEM BHYTPb Bepamamuia, a Takke cpeacts, oTHocsmmxcs K IC
kimaccy (cm. Tab6um. 1). Ilockonpky W (pacuukyJspHasi JIeBOKeJTYT0YKOBasl
Taxukapausa 1 HIIPKT Bo3Hukaror, Kak 1mpaBuiio, y JIMll, HE UMEIOIINX PU3HAKOB
OpraHMYecKoro 3a0ojeBaHUs cepilla, Ha3HaueHWe uM mpenapatoB IC kiacca
0e30MmacHo.

Kak Obulo mpencTaBieHO BBIIE, Kaxkaas U3 OSTUX (POpM Taxukapauu
XapaKkTepU3yeTcss HaJU4YheM OTUYETIMBOrO, TOMOTrpauYecKd OrPaHUYECHHOTO
aHATOMMYECKOro cyOcTparTa: 3aJHee-HUKHSS BETBb JI€BOM HOXKKHM Iyudka ['mca —
npu (PacHUKYyJISIPHOH JIEBOXKEJIYA0YKOBON TAXUKAPAUM; BBIHOCAIUUNA TpPaKT
npaBoro xenygouka — npu HIIKT. B cuny storo, nmpu maHHbix ¢dopmax
Taxukapauu, B otmimuue ot apyrux KT, Beicoka 3(pPeKTUBHOCTH MPUMEHEHUS
PaaoYacTOTHOM KaTETEPHOU abnaliu, Kak crnocoda pajiuKaibHOTO U3JICUCHHUS, HE
TpeOyIOILero nociaeayoueil MPOTUBOAPUTMUYECKON TEPATTHH.

Jleuenne OONBHBIX C JKEMyHO4YKOBOM Taxukapaued tuma TdP momkHO
HAYMHATHCS C BBISIBJICHUS W YCTpPaHEHUs] NMPUUMH yuinHeHus uHrtepBana QT,
IPEXKe BCEro ¢ OTMEHBI JIFOOBIX JIEKAPCTBEHHBIX CPEJICTB, CIIOCOOHBIX YJUIMHATH
uaTepBan QT (cM. Tabmn. 11), eciiu TakoBbIE MPUMEHSIOTCS. BBIABUTH U yCTPaHUTH
npuuuHbl yainHeHus uHTepBasia QT ynaercs, Kak IOKa3bIBaeT IpakTHKa, B
NO/IABJIAIONIEM OOJBIIMHCTBE CIIy4aeB, HO MOYTH HUKOI/IA 3TO HE JAET OBICTPOIO
pesynpTaTta. HeoOXoauMMo BHYTpPUBEHHOE BBeIEHUE CylbhaTra Marfus (CM.
Tabu. 3), uro ObIBaeT d(PPEKTUBHBIM U HEPEAKO JOCTATOYHBIM, B TOM YHUCIE U Y
NAIMEHTOB C UCXOJHO HOPMaJIbHBIM YPOBHEM MarHusi B KpoBH. lIpu orcyTcTBUM
s dekTa, CIeTyIOUUM 3TAOM SBIIAETCS BPEMEHHAs 3JIEKTPOKAPAUOCTUMYIISIIUS €
yactoroil 100 u Oonbine B MuHYTYy. HaBs3biBanue, Takum oOpazoM, cepiily
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BBICOKOM YacTOThl NPUBOAMUT K yKopoueHuto uHTepBana QT u cmocoOctByer
IPEIOTBPALLECHUIO pPEeLUINBOB TdP. [IpomomKUTETBHOCTD
AIEKTPOKAPIUOCTUMYJIALIMA  ONpPEAENAECTCd BpPEMEHEM, HEOOXOIUMBIM s
YCTpaHEHUd MNPUYUHBI yminHeHuss wuHTepBana QT, Hanpumep BpemeHem
DKCKPELMM TOrO WM HMHOTO Mpenapara, SBUBLIECTOCSA NPUYMHOW YIJIMHEHUA
untepBasia QT. Ecnu mpuuumnoit ynnuuenuss unatepBana QT c¢ pasputuem TdP
ABJSIETCS  Opaaukapaus, HamnpuMmep nonHas AB-Omokama (cM. puc. 29),
AIIEKTPOKAPIUOCTUMYJISALIUS JOJKHA OBITh NMEPBBIM U OCHOBHBIM 3TaIloOM JICUEHUS,
a TNpU HAIMYUU COOTBETCTBYIOIIMX BO3MOXHOCTEH, Cpa3y e MOXET ObITh
HaJIA)XCHA  [OCTOSIHHAS  DJJICKTPOKAPAMOCTUMYJALMSA  C  HMMIUIAHTALUEH
MCKYCCTBEHHOI'O BOJMTEIIS pUTMA CEPALIA.

2.3. BHE3AIIHASA CEPJAEYHAA CMEPTb n
KEJYJOUYKOBBIE HAPYHIEHUA PUTMA CEPALIA.

CTPATUDUKALIUA PUCKA BHE3AITHOU CEPJAEYHOM
CMEPTH. _
HPOPUIIAKTUKA BHE3AITHOU CEPAEYHOU CMEPTM.

[Io ompeneneHuro, BHE3aIIHOM CYMTAETCs CMEPThb, OT KOTOPOM MEPBBIE
CUMIITOMBI YXYAIIEHUSI COCTOSIHUSI MTAllMEHTa OTJEJIEHbI CPOKOM, He Oosee 1 yaca,
a B peaJIbHOM NPAKTHUKE ITOT MEPHUOJ HEPEAKO U3MEPSAETCS MUHYTaMU.

2.3.1. Pacnpocmpanennocms. Illpuuunvl 603nuKkHosenus.

ExxeroqHo B MHpE PpErucCTpUpPYIOTCS COTHH ThICAY CIy4aeB BHE3AIHOM
cMeptu. B pa3BuTBIX cTpaHax ee yactoTa cocraBisieT 1-2 cmydas Ha 1000
HaceJIeHUsI B TOJl, 4TO coOoTBeTCTBYeT 13-15% (Mo HEKOTOpBHIM JaHHBIM 110 25%)
BCEX CJIy4aeB ecTecTBeHHOU cMmepTu. BHesanHas cepaeunas cmepTh(BCC) ObiBaet
NEPBBIM M HEpeAKo eAuHCTBeHHBIM mnposBieHueM WbBC, npu xoropoir 50%
CllydaeB CMEpPTH BHE3alHbl, a cpeAu OOJbHBIX C XPOHUYECKOH cepaeyHOu
HEJ0CTAaTOYHOCTBIO BHE3AIMHO YMUPAIOT 00JI€€ MOJIOBUHBI.

2.3.2. Ilamonguzuonozus.

OcranoBka cepana, kak Mexanusm BCC, B aOGCONIOTHOM OOJIBIIIMHCTBE
cinyudaeB (Oosee 80%) Bo3HMKaeT B pesyinbTaTe XK, cylecTBeHHO pexe (MeHee
20%) — B pe3yabTaTe aCUCTOJIUHU.

2.3.3. Cmpamughuxkayusn pucka 6He3anHOIl cepoOeUHOl cCMepmU.

Tecnas cBsa3p BCC ¢ HeKOTOphIMH (POpMAMH KENTYJA0YKOBBIX HAPYIICHUM
puTMa cepjua jenaeT HeoOXOJIMMBIM MPOBEIECHUE UX PUCK-CTPATH(PUKALMH, T.€.
pamxupoBaHus 1o creneHu pucka passutus DOXK. IlepBasg mnomnbiTka Takou
ctpatu¢ukanuu Obula npeanpunsata B. Lown u M. Wolf, koTopsie npeanoxunu B

104



1971 r. IPafalMOHHYIO KJIACCU(PUKAIUIO eIy TOYKOBBIX apUTMUU,
3apeructpupoBanubix npu XM OKI'. Knaccuduxarus BBIIEISET CIEIYIONNE
rpajaluuu:

o ['pamaumss 0 — JKENyAOYKOBBIE HApylIEHUs pUTMaA Ccepaua
OTCYTCTBYIOT.

I'panamus 1 — penkas (e 6onee 30 B yac) monotomHas JKO.
I'papanus 2 — ygacras (6osiee 30 B yac) MmoHoTonHas JKO.
['pamanms 3 — nosmromnHas JKO.

I'pamamus 4A — nBe nocnenoBarenbHbie (apHbie) XK.

e I'pamanus 4b — Heckonmpko moapsn (Tpu u Ooyiee) KETyTOUKOBBIX
KTONUYECKUX COKpaleHni — «podexkm» KT.

o I'pananus 5 — pannss KO tuna R/T.

I'papanmonHas kiaccu@ukanus UMEET BaKHEWIIEe 3HAUYEHHUE JIsi OLEHKH
pesynbTraroB XM OKI'. B Hell yuyTeHbl BO3MOXHOCTH KAaK KOJWYECTBEHHOTO
(rpamattun 0-2), Tak ®W  KadecTBeHHoro (rpajauum  3-5) aHaiM3a
3apETUCTPUPOBAHHBIX  KEIYJOYKOBBIX apuTMuil. OHa SBISETCS  BaXKHBIM
MHCTPYMEHTOM B aHAJIU3€ JWUHAMUKHU CIIOHTAHHBIX MPOSBICHUHN KEIYI0YKOBOU
HKTONUYECKON aKTUBHOCTH, KAK PE3yJIbTaTa IPOTUBOAPUTMHUYECKOIO JIEYEHUS, YTO
MO3BOJISIET  JIaTh  OOBEKTUBHYIO  OIEHKY JOCTUTHyToro 3ddekra, Kak
IOJIOXKUTENIBHOIO, TaK M OTPHULATEIBHOIO, BKJIIOYAs BBISBICHUE CIIy4dacB
apUTMOIEHHOTO JEWUCTBUSA IIpenapatoB. Bmecte ¢ Tem, BBbIIEICHUE Tpajalui
CTPOUTCSA TOJIBKO MO 3JIEKTPOKAPAHOIPAPUUECKUM IPOSIBICHUAM KEIIyJOYKOBOU
HKTONMYECKON aKTUBHOCTH, O€3 ydeTa XapakTepa OCHOBHOM CEp/I€YHOI NaToJI0ruu
U BO3MOKHBIX KJIMHUYECKUX MPOSBICHUN >KEIyJOYKOBBIX HapyLIEHUH pUTMa
CepJLa, YTO SBJIAETCS CYUIECTBEHHBIM HEJ0CTATKOM 3TOM KIIaCCU(PUKALIMH.

BaxxHoe 3HaueHue M1 KIMHUYECKOM NPaKTUKU UMEET KiacCUPUKaLUs
(puck-ctpatudukanus), npemioxenHas T. Bigger B 1984 r. Ona npenmnonaraer
IIPOBEJCHUE aHAJIU3a HE TOJIbKO XapakTepa KEIyJIOYKOBOW OSKTOMUYECKOU
aKTUBHOCTHM, HO W €€ KJIMHUYECKUX MpPOSABICHUM, a TaKXkKe HaIu4yus WIu
OTCYTCTBHUSI OPTaHMYECKOTO MOPAKEHUS cepAla KaK NPUYUHBI €€ BOSHUKHOBEHUSI.
B cooTBETCTBUU € 3TUMHU MPU3HAKAMU BBIJEISIFOTCS 3 KaT€rOpUU eIy JOYKOBBIX
apUTMHM.

e K no0pokadyecTBEHHBIM KEJIYAOYKOBHIM APUTMHUAM OTHOCHUTCS
XKD, yame oamHO4yHAas (MOTYT OBITh © Jpyrue (GOpMBI), MPOTEKAIOIIAs
0€CCUMNTOMHO WJIM MaJOCHUMIITOMHO, HO TIJIaBHOE, BO3HHUKAWOIIAs Yy JUL, HE
UMEIOILMX TMPU3HAKOB 3a0o0sieBaHusl cepaua («UIUONATUYECKUE» KEITyJOUKOBBIE
aputMun). [Iporuo3 »ku3Hu 3TUX OOJBHBIX OJIArONPUATEH, B CBSI3H C OYEHb MAJION
BEPOSITHOCTbIO BO3HUKHOBEHMS (PaTaJIbHbIX >KeayloukoBbIX aputmuil (PX), He
OTJIMYAIOLIEHCS OT TaKOBOW B OOIIEH MOMyJSUUU, U, C TO3ULIUU TPOPHUIAKTUKA
BCC, onu ne TpeOyroT kakoro-iubo neyenus. Heo6xoqumo numib TMHaAMUYECKOe
Ha0II0/IeHne 3a HUMHU, U00, 0 KpaitHe Mepe y YyacTu 0oybHBIX, XKD MOXeT ObITh
NEPBBIM KIMHUYECKUM TPOSIBIICHHE, ACOIOTOM TOM WIM WHOM CepAcYHOU
NATOJIOT M.
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e [IpUHUMNHUANBHBIM OTJIMYMEM NOTEHIHAJBHO 3JI0KAYeCTBEHHbIX
JKEJYAOYKOBBIX APUTMHUH OT TpeAbIAYLIEd KaTEeropuu CIYXKUT Halu4uue
OpraHUYecKoro 3a0oJieBaHUsl CEpAlla, KaK NPUYMHBI MX BO3HUKHOBeHHMs. Yaiie
Bcero 310 pasznuunbie Gopmbl MBC (Haubolsiee 3HAUMM IEPEHECEHHBIN HH(PAPKT
MUOKapja), MOpa)keHue cepjla MNpU apTepuasbHON TUIEPTOHUM, TEPBUYHBIC
3a0oneBanuss Muokapna u Jp. Ocoboe JOMOJHUTENBHOE 3HAYCHHE HUMEIOT
CHIDKEHHE (pakiuu BbIOpOCA JIEBOTO JKEIYJO0YKA W CHUMITOMBI XPOHUYECKOU
CEepIeYHON  HEAOCTaTOYHOCTH. Y  ATUX  OOJBHBIX C  KEIYJOYKOBOU
HKCTPACUCTONIMEN pPa3IMYHBIX Ipajanuil (MOTEHIHMATIbHBIM IIYCKOBBIM (DaKTOpOM
wenynoukoBbix KT u @XK) enre He Ob110 nmapokcuzmoB KT, snuzono TXK wiu
@)X, HO BEpPOATHOCTP WX BO3HMKHOBEHHMS JOBOJIBHO BbICOKA, a puck BCC
XapakTepu3yeTcss  KaK  CyUIeCTBEHHBIM.  bonpHBIE € ITOTEHIHAIBHO
37I0KQUeCTBEHHBIMH  JKETYJOYKOBHIMH  apUTMUAMU  TpPeOYIOT  JICUCHHS,
HAIpaBJICHHOTO HA CHUKEHUE JIETAIbHOCTH, JICYEHHUS MO MPUHUUIY NEPBUYHOU
npodunaktuku BCC.

e  Vcronuusbele mnapokcusmbl KT, a Takke nepexurbie, Onaromaps
ycnemHon peanuManuu, snu3oel TOK wimn ®XK (T.e. BHe3anmHash apuTMudecKas
CMEpTh) Yy JIMI] C OpraHMYecKUM 3albosieBaHHEM cepiaua (GOpPMUPYIOT KaTErOpHUIO
3JIOKAYEeCTBEHHBIX JKeJYJA0YKOBBIX aputmmii. OHM nOpOsBIAIOTCA Haubosee
TSDKEJIOW CHUMNITOMATUKOW B BHUJIE cepaneOueHus, OOMOpPOKOB, KIMHUYECKOU
KapTHHBI OCTaHOBKH KpoBooOpaimieHus. [IporHo3 xu3Hu 3TUX OOJNBHBIX KpailHe
HEOJIaronpuaATeH, a UX JICYEHUE JOJDKHO CTAaBUTh CBOMMH LEISIMU HE TOJBKO
YCTPAaHEHHE TSDKENIBIX AapUTMH, HO W MNPOMJIEHHE JKU3HU (BTOpHUYHAs
npoduiiaktuka BCC).

Crpatudukanus pucka BCC u coBpeMeHHbIe IPUHLHUIIBI €€ MPOPUITAKTUKH,
C HCIMOJIb30BAHUEM CPEACTB MPOTUBOAPUTMHUECKOTO JICUEHUS(JIEKAPCTBEHHOTO U
HEMEJIMKAMEHTO3HOr0), B HAMOOJBIIEH CTENneHW pa3pabdoTaHbl ISl MAlMEHTOB,
nepexxuBIIMX UHPApPKT Muokapaa. OIHAKO B CBOEH OCHOBE OHU CIPABEIJIUBHI U
Juist OOJNBHBIX C JPYyrdMu (opmMamMu CepleyHONl MaToJOTUH, NPUBOIAIIEH K
NOBPEXKICHUIO MUOKap/1a, CHUKEHUIO ITOKa3aTelleld ero COKpaTUMOCTH, Pa3BUTHUIO
KIIMHUYECKUX MPOSBICHUN XPOHUUECKOU CEPAECYHON HETOCTATOUHOCTH.

[Ipu m00ObIX  QopmMax MPOSBICHUS  KEIYAOYKOBOM  IKTOMHUYECKOM
AKTUBHOCTU JUCQYHKIMS JIEBOTO JKEIyJI0UKa SBIISETCS BaKHEUIIUM (aKTOpoM
BO3pacTaHUsl PUCKa BHe3amHOW cMepTu. Kaxpoe cHMKEHUE BEIMYMHBI (pakUuu
BBIOpOCa JIeBOro xeiynouka Ha 5% B auanazone 3HadeHuit ot 40% mo 20%
COMNPSKEHO ¢ Bo3pacTaHueM oTHocuTenbHoro pucka BCC na 19%.

B-OokaTopel BXOJAT B CTaHAAPThl JIEYEHHUS OOJIbHBIX, MEPEKUBIIUX
UH(papKT MHOKapJa U OOJIbHBIX C XPOHUYECKOW CEepJeYHOW HEOCTATOYHOCTHIO,
KaK MpenapaThl, YBEJIMUYMUBAIOUIUE MPOAODKUTEIBHOCTh JKU3HU 3THX KaTeropui
NauueHToB. J[OKa3aHO, YTO KIKOYEBYKO pPOJb B JOCTUKEHUHU ITHUX PE3YJIbTATOB
UTPAET CYIIECTBEHHOE U JOCTOBEpHOE CHMKEHHE yacToThl cirydaeB BCC. Ilo aroit
npuunHe [-0JI0KaTOpbl JOJKHBI TMPUMEHATHCS B JICUEHUHM BCEX KaTeropui
OOJIbHBIX, UMEIOLIUX MOBBIIIEHHBIA PUCK BHE3AITHOM CMEPTH U HYKIAIOUINXCS B €€
NEPBUYHON MM BTOPUYHOMN MPOPUIAKTHKE.
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3 (GopMBI KemTyTOYKOBBIX TaXHAPUTMHUN MOTYT PETHCTPUPOBATHCS MOCIIEC
nepeHeceHHoro nHpapKkTa MUOKapaa W NpH APYyTrux (Gopmax MopakeHUs cepra:
neycroitunBas KT, ycroiuuBas KT u ocraHoBka cepaua Beieactsue 1K u/unu
OXK.

BoNbIIMHCTBO AMHU30/10B HEYCTOMYUBOM KeayaoukoBoil KT — BaxkHOro
MapKepa JJIEKTPUYECKOM HECTaOMJIBHOCTH MHOKap/a, PErHCTPUPYIOIIETOCS C
nomotipio XM OKI', mporekaer 6€3 CUMITOMOB WM MaJOCUMITOMHO. Y TaKUX
OOJIBHBIX, IPU HATIMYUHU AUCPYHKIUHU JIEBOTO JKENyJA04YKa JETAIbHOCTh B TEUECHUE
2 net cocraiseT 30%, u 50% ciydyaeB cMEpTH UMEKOT apUTMHUUYECKYIO MPUPOY.
st yrouHeHust uHaAMBHUyanbHOU cteneHu prucka BCC Takum 60JBHBIM MTOKA3aHO
npoBeneHue BHyTpucepacyHoro DPOU. Otnocutenbublii puck BCC Bo3pacTaeT Ha
63%, ecium npu mnpoBeneHun ODPU  pocrturaercss MHAYKUHUS —yCTOMYHMBOTO
napokcnsMma KT wim @XK. Ha cerogHsamnnii 1eHb OTCYTCTBYIOT AAHHBIE O TOM,
YTO NoAaBJIEHNE 3MU3010B HeycTonunBou JKT, Takxke kak u XKD skcTpacucronuu,
C TOMONIBI0  AHTHAPUTMHUYECKUX  CPEACTB, CIOCOOCTBYET  YBEITUYCHHIO
MPOAOJDKUTENLHOCTH  KWU3HU.  Mcmosib3oBaHWe &€ B 3THUX  LEISIX
aHTHapuTMHueckux mnpenapatoB I, ocobenno IC kimacca, mocine wuHGpapKTa
MUOKap/la ¥ MpU HHBIX (opMax MOPAKEHUS MBIIIIBI CEepJlla, MPUBOISIIINX K
CHI)KEHUIO (pakiuu BbBIOpOCA JIEBOTO IKEIyJO0YKa WM TUNEpPTpoduu ero
muokapaa [1,5 cm u 6onee nmoganHbiM DXO KI'] mpoTuBOmoOkazaHo B CBSI3H C
BBICOKMM PHCKOM OIIACHBIX JKENyT0YKOBBIX apUTMOTE€HHBIX 3(PPEKTOB.

Bo3nukHoBeHne ycronunBoro napokcusma KT wim OCTaHOBKM cepaua
Bcaeacteue @K BHe octpoit (asel mHbapKTa MHOKapja WU y TAIUEHTOB C
XPOHUYECKOM NATOJOTHENM MHUOKapAa WHOM NPUPOABL, CBUAETEIBCTBYET O
dbopMHpPOBAHUN XPOHUYECKOTO APUTMOTEHHOTO CyOcCTpaTa, 4TO COIPSKEHO C
BBICOKUM pUCKOM (710 80% B TeueHue roja) peuanBa 3TUX YIPOPKAIOIMINX KU3HU
xemy10ukoBbIX aputMuid. Puck BCC HanOonee BBICOK y OOJIBHBIX CO CHMXKEHHOU
COKpaTUTENbHOU (PYHKIIMEH MUOKap/a JIEBOTO KeTy104Ka.

2.3.4. IIpogpunaxkmuxa ene3antoil cepoeyHoll cmepmiu.

bosbHbIE, mEpexuBHIME YCICHIHYK peaHnmManuio 1o nosoay DX
JKEIYyNOYKOB, a TaKXe MAalueHThl ¢ ycrohumBeiMU mapokcusmamu KT,
OPOTEKAOUIMMU C HApyLWIEHUSMU TE€MOJMHAMUKH (IIpU YCIOBHHM, YTO 3THU
HapyIICHUsS pUTMa Cepla MPOSBHIUCH BHE OCTpoi (a3pl mH(papKTa MUOKapna
WIM BO3HUKJIM Ha (POHE JApyrod TKEIOM XPOHUYECKOM MAaTOJIOTMH CEepAaLa)
HYKJIal0TCSl B PUMEHEHUH aBTOMATHUYECKUX UMILIAHTUPYEMBIX KapJIMOBEPTEPOB-
nepudbpmsatopoB  (MKJ), kak cpenctB BropuuHoil mnpodunaktuku BCC,
o0ecrneynBalOIIMX y OTUX KaTeropui OOJBHBIX JOCTOBEPHOE CHUXKEHHUE
JIETAJIBbHOCTH, 32 CUET CHIKEHUS 4acToThl ciryyaeB BCC.

Taxum oopaszom, c yeavto emopuunoii npogunrakmuxu BCC npumenenue
HK/] nokazano:

e  OOJBHBIM, MEPEKUBIIUM OCTAHOBKY KPOBOOOpAIEHUS, BBI3BAHHYIO
@K xenynoukoB win KT, nmociae UCKIOUEHU APYTUX MPUYMH WIA OOPATHMBIX
(bakTopoB;
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e OOJBHBIM C OPraHUYECKUM IMOPAXKEHUEM CepAlla U yCTONYMBHIMU
napokcuzMamu JKT, HE3aBUCUMO OT TSAKECTU UX TEMOJAMHAMUYECKUX MPOSBICHUN;

e OOJBHBIM C OOMOPOKAMH HESICHOTO TPOUCXOXKACHUS, €CIU TpH
npoBeneHun DPU pocturaercs uHaykuuss OXK unu XT ¢ ocTpeiMu, TSXKEITBIMU
HapYyUICHUSIMA T€MOJUHAMHUKHU.

Ha3nauenne 3tum OONBHBIM aMHOJIapOHA B KOMOWHAIMU ¢ [-O0KaTopamu
WM COTajojla >KU3HEHHO HEOOXOJMMO, KOTJa NpHMEHEeHHE [-0J0KaTopoB HE
OKa3bIBACT BIIMSIHUS HA TEUYEHHUE peruauBHpyrommX mapokcusmoB KT mmm OXK
nociue BbInoJHeHHOM mMmiuiantanuu UK/, [IpumeHenue coranona B 3TUX LEISIX
MeHee 3P (PEKTUBHO, YEM aMHOJAapOHA.

Hasnauenne ammonapoHa TakKe MOKa3aHO NpHU HAIMYUKM napokcu3moB KT
y OOJBHBIX C MpPU3HAKAMH JUCPYHKIHUM JIEBOTO KEIyJO4YKa, €CJIU OHHU
oTKa3piBatoTCsl OT wumiuiantauuu WMKJ[ wunum sta omepamus HE MOXKET OBbITh
BBITIOJIHEHA 10 KaKUM-JIMOO APYrvM MpUYMHAM. B pemeHnn BonpocoB BTOPUYHON
npouiiakTUKa BHE3alHOM CMEpPTH Yy OOJIBHBIX CO  3JIOKAY€CTBEHHBIMU
KEJITYJOUKOBBIMH APUTMHUSMH, AMUOJAPOH U €ro KOMOMHUPOBAHHOE MPUMEHEHHE C
-010kaTopamMu SIBISIOTCS €IMHCTBEHHOW JeKapcTBeHHOHM anbrepHatuBoit MK/,
CIOCOOHOM He TONbKO mpenynpexaats peruauBbl KT, HO M yBenTWYMBaThH
MPOIOJKUTEIBHOCTD dKU3HU ITUX NAIUEHTOB.

Ilpumenenue HKJ] ¢ uensax nepeuunoii npogunakmuxu BCC B psne
CIy4yaeB IMOKa3aHO W MalueHTam 0e3 crnoHTaHHbIX napokcu3moB KT wmum OXK.
Takoro croco0a jedeHust TpeOYIOT CIICTYIONTNE KaTeroprun OOJbHBIX:

e OousbHblEe ¢ (ppakiueil BeiOpoca snesoro xemynouka (OBJIK) <35%
nocie uHpapkTa MUOKapjaa (He MeHee uyeM uepe3 40 nHel), mpu HaIUYUU
HegocTaTouHocTH KpoBooOpamenust [I-III ¢ynkumonansHoro kimacca (®K), mo
knaccupuxanuu NYHA, win ¢ ®BJIK <30%, B Te ke Cpoku mocie HH(papKTa
MHUOKap/ia, Py HAJTMYUU HelocTaTouHOCTH KpoBooOpamienus I @K mo NYHA;

e  Gombuble ¢ PBIIK <35% Ha done nunarainOHHON KapAHMOMHUOIIATHH,
IpU HATMYUKU HepocTtarouHocTu KpoBooOpatuenus [I-11T @K nmo NYHA;

e  OoubHble ¢ DBJIK <40% mnocne mHpapkra MUOKapaa, ¢ 3MHU30AaMHU
HeycroiunBol KT, ecnu npu nposeaenun IPU nocruraercs naaykuus OXK nnm
ycrorunBoi XKT.

VY 60npHBIX, HYX1aomuxcs B nepsuuHoil npodunakruke BCC, ee puck, Kak
U TpUd BTOPUYHOU MPOPUIAKTUKE, MOXET ObITh CYHIECTBEHHO CHUXKEH
Ha3HaueHUEeM [-aJpeHo0I0KaTOpOB, a Takke amuojapoHa. bonee sddexTuBHO
KOMOMHUPOBAaHHOE MPUMEHEHHUE aMUOIapoHa U B-aIpeHOOI0KATOPOB.

Oo6s3arenbHbIM yenoBuem npumenenus K] ¢ nenpio, Kak nmepBUYHOM, Tak
u BropuuHoi mpodunaktruku BCC, yciouem, mobimaromuM 3()(PEeKTHBHOCT
Tako TPOPUIAKTUKU, SIBISETCA ONTHUMajbHas MEIUWKaAMEHTO3Hasi Teparus,
criocoOHasi 00€CTeunTh YCTOWMYMBOE KIMHUYECKOE COCTOSIHHE OONBHBIX. JTa
Teparnus JO0JKHA MPOBOAUTHCS B COOTBETCTBUU C TPEOOBAHUAMHU IO JICUCHUIO
CEPIEYHOCOCYAUCTHIX 3a00J€BaHUM, IPEACTABICHHBIMA B COOTBETCTBYIOIIMX
pPEKOMEHIalUsX.

108



2.4. IUCITAHCEPHOE HABJIOJAEHHUE 3A BOJIbHBIMHA
C KEJYJOUYKOBbBIMHU HAPYIIEHUAMU PUTMA CEPALLA.

B cnenuanu3zupoBaHHOM HaOJIOIEHUM Bpaya-KapAuoJIOra HYKIAIOTCS BCE
OONbHBIE C IKEJIYyJAOYKOBBIMU HapylIEeHUsIMH puTMa cepaua. HMckitoueHue
COCTABJISIFOT JIMILb NAIUEHTHl C TEMU (pOpMaMM KEITyJOUYKOBBIX apUTMUM (dacTtas
XD, dacuuxynspuas neoxenynoukoBas Taxukapaus, HIDKT), no mnosoxy
KOTOPBIX BBIMIOJIHEHA YCIIEIIHAs paJMOYacTOTHAsE KaTeTepHas abmauus, T.€.
JOCTUTHYTO DPAJAMKAIBHOE HW3JICYEHHE OT APUTMMH, IPU YCJIOBUU OTCYTCTBHUSA Y
3TUX OOJIbHBIX IPU3HAKOB OPraHWYEeCKOro 3a00JIeBaHUS CEPAECYHOCOCYIUCTON
CHUCTEMBI.

bonbubie ¢ KD, He uMeromue MPU3HAKOB OPTaHUYECKOro 3a00JIeBaHUA
CEPACYHOCOCYAUCTOM  CHCTEMBI M HE  HMMEKIIME  IIOKAa3aHHUh K
IPOTUBOAPUTMHUYECKOMY JIEUEHUIO, JOJKHBI HAOIIOJAThCA y KapAHOJora B CBSI3U
C TEM, YTO MMEIOUIMECA y HUX HAPYLIEHUsS PUTMA CEpALA NOTEHUHUAIBHO MOTYT
ObITh IEPBBIM MPOSIBJICHUEM TOW WM MHOW KapJMajabHOM MAaTOJIOTUHU, KOTOpas Ha
ONpEJEICHHOM JTale Pa3BUTHS MOXET ObITh CBOEBPEMEHHO BBISIBICHA JIMIIb B
YCIJIOBUSIX TaKOI'O HAOJIOICHUSI.

BosbHbIE ¢ M00BIMU (pOpMaMU MPOSIBIICHUS JKEITYJOUKOBON SKTOMMUYECKON
aKTUBHOCTH, KOTOPBIM IIPOBOJIUTCS JUTUTEIbHAs peryJisipHas
IPOTUBOAPUTMUYECKAss  Tepamus, HYXZAlTCld B  CHEUUAIU3UPOBAHHOM
HAOJIIOICHUH Bpada-KapuoJIora, JUisl OLeHKH 3(P(HEKTUBHOCTH TAKOTO JICUEHUS, a
Takxke ero Oe3zomacHoctu. [lociennee Bkiodyaer B ceOs OLEHKY HaIM4YUs WIH
OTCYTCTBUSA apPUTMOICHHOTO [JEHUCTBUSA AHTUAPUTMUUYECKUX IIPENaparoB, HX
KapAMaJbHBIX U HECEepACUHBIX MOOOYHBIX 3¢ dexToB. [pyroii 3amaueil Takoro
HAOMIOICHUS SIBJIACTCSA OLIEHKA OOIIET0 KIMHUYECKOTO COCTOSIHUS TAallMeHTa,
XapakTepa KIMHUYECKUX NPOSIBICHWA OCHOBHOM CEpACYHOM NATOJOTUH W
aZIcKBaTHOCTH €€ JICUECHUSI.

[IpeacraBieHHble BbINIE KAaTErOpUM OOJIBHBIX JIOJDKHBI HAONMIONAThCA Y
Bpaya-KapAuoiora ¢ NEPpUOJAUYHOCTBIO OAHOTO pa3a B 6 MecsAleB U, B Ciyyae
HEOOXOJUMOCTH, JIONOJHUTENIbHO, MpU JHOOOM H3MEHEHUU KIMHUYECKOIO
COCTOSIHUS, TPEOYIOLIEM U3MEHEHMSI JICUEHHUS.

Bce 6onbpHBIE, KOTOPBIM ITPOBOASATCS Mephl podunaktuku BCC, BropuyHon
Wi TnepBudyHOM, ¢ mupumeHeHueM WKJ| w/mnm cpencTtB aHTHapUTMUYECKOU
TEepanuyd JODKHBI ~ HaOMIOAaThCs B YCIOBHMSIX  MEAMIMHCKHX — IIEHTPOB,
CIELIMAIM3UPYIOIIMXCSA HAa JUArHOCTUKE U JICUCHUM HApYILICHUH pUTMA cepAaua U

MMEIOLINX OIIBIT BEJICHUS MalMEHTOB c MMIUIAaHTUPOBAHHBIMHU
AHTUAPUTMUUYECKUMHU yCcTpoiicTBamu. [lepuoanuHocTh HAOMIOAEHUS 3TUX OOJIBHBIX
B CHEHHAIN3UPOBAHHBIX IEHTPaX — OJWH pa3 B 6 MECSLIEB U, B ciIy4ae

HEOOXOJMMOCTH, JOMNOJHUTENbHO, MpU JOOOM HU3MEHEHUM KIMHUYECKOIO
COCTOSIHMSI, TpeOyIolleM HW3MEHEHUs MEIMKAMEHTO3HOI0 JICUeHMS] W/WIn
napameTpoB padboTsl MK/,
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2.5. BPOXK/IEHHBIE )KEJIY10UYKOBBIE HAPYIIEHUS
PUTMA CEPJLIA

B nacrosiiee Bpemsi BBIJEISIOT JBE OCHOBHBIE MPUYUHBI BPOXKIEHHBIX
KEITYJJOUKOBBIX HAPYIICHUM pUTMa cepAlla — TaK Ha3bIBAEMYIO «IEPBUYHYIO
ANEKTPUYECKYI0 00JIe3Hb cepaua» («primary electric heart disease»), KOTOPYIO
OOHapy>XMBAIOT y JHI[, HE HMMEIOIIUX MPU3HAKOB OPraHUYECKOW MaTOJOTUU
CEpJICYHO-COCYAUCTON CHUCTEMBbI, W BPOXKAEHHBIE CTPYKTYpHBIE 3a00JIeBaHUs
cepaua.

OCHOBHOW TPUYMHON TE€HETHUYECKU JIETEPMHUHUPOBAHHBIX KEITYIO0YKOBBIX
ApUTMHIA TIpU  «TIEPBUYHOM  DJIEKTpUUECKOW OOJIE3HU CepAla»  SBISIETCS
TUCHYHKIMST MOHHBIX KAaHAJIOB W HACOCOB, WTPAIOIIUX BAXHEHIIYIO pOJIb B
mpoleccax MACMONApU3aluy U penossipuzauud. Hapymienue (yHKINHM HOHHBIX
KaHaJOB MOXeET ObITh OOYyCJIOBIEHO MyTalMeil B TE€HaxX OCHOBHBIX
MOpooOPa3yIOIMUX 0-CyObeUHUILI, T00ABOYHBIX CYOBEIMHUI], OCYIIECTBISIOMIMNX
peryinsiiuio  uxX  QyHKIUH, OCJIKOB-NIEPEHOCYUKOB,  HEOOXOIUMBIX IS
TPAHCIOPTUPOBKU MOJIEKYJ, a TAKKE BCIIOMOTaTEIbHbIX OEJIKOB, ONOCPEIYOLINX
«BCTpaWBaHUE» MOJIEKYJl B OHOJIOTMYECKHE MeMOpaHbl W B3aMMOJECHCTBUE C
KJIETOUYHBIMU CTPYKTYpaMHu.

B aHrmos3plyHON JUTEpaType JaHHBIE COCTOSHHS O003HAYaIOT TaKkXKe
TEPMUHOM «KaHanomatuw» («channelopathies»). K HHUM OTHOCIT CHHIPOM
yanuHeHHoro wuHtepBania QT, cunapom bpyrajga, CcuUHIpOM YKOPOYEHHOIO
uaTepBaia QT W KaTeXoJaMUH-3aBUCUMYIO TMOJUMOP(PHYIO >KETyI0YKOBYIO
taxukapauo. OOMMMH KIMHUYECKMMU TMPOSBICHUSMU JaHHBIX 3a00JeBaHUN
SBJSIFOTCS. ~ TIPUCTYIBI ~ TIOTEPU  CO3HAHUSA, OOYCIIOBIICHHBIE  pEIUIUBAMHU
xemyaoukoBoi Taxukapauu (OKT), game nonumopdHON, NpenMyIECTBEHHO THIIA
«mmpyd3™» (Torsade de Pointes [TdP]), cmydam BHE3amHOW CEpACYHON CMEPTH
(BCC) npu oTCyTCTBUM TpPU3HAKOB CTPYKTYpHOTO 3aloieBaHusi cepaua u
HACJIeICTBEHHBIN XapakTep 3a00JeBaHMUs.

CyuiecTByeT LENbIi psJl HACIEICTBEHHBIX CTPYKTYPHBIX 3a00JI€BaHMIMA
CepAlla, TMPOSBISIOMIUXCS TSKEIBIMH SKENyJAOYKOBBIMU  TaxXUaApUTMHUSIMU U
ciyyasmu BCC, Hanmuume KOTOpBIX MOKET OBbITh BEAYIIUM KIMHUYECKUM
CUMIITOMOM 3a00JIeBaHUs, ONPEIEIAIONMM MMPOTHO3 KU3HU nanuenTta. Hauboiee
pacnpocTpaHEHHBIMU W3 HHUX SIBISIOTCS TUepTpoduueckas W JuilaTaiOHHAS
KapJMOMHOIIATUH, a TAK)KE€ apUTMOTCHHAs TUCIUIa3UsS—KapIUOMHUONATHS MPABOTO
xemynouka (AJIDK), koTopas TpeOyeT OTAeTbHOTO PACCMOTPEHUS.

2.5.1. Hacneocmeenuwtit (8p0)HcOEHHBLI) CUHOPOM YOJIUHEHHO20
unmepeana QT.

2.5.1.1. Beenenue.

Hacnencreennsiit cunapom ymimuHéHHoro wuntepBaia QT (CYUQT, B
aHros3eiuHON nureparype — Long OT syndrome — LQTS unu LQT) saBnsiercs
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HaumOoJiee 4YacThiM M Hauboiee M3y4YEHHbIM M3 JaHHBIX 3a00JeBaHUM,
npossisironumcs yaummaenruem narepBaina QT na OKI' [mpu orcyTcTBUM ApyTrHX
BBI3BIBAIOIIMUX 3TO U3MEHEHHWE MPUYUH]|, PEUUIUBUPYIOIIMMU CUHKONAIbHBIMU U
IIPECUHKONAIbHBIMU COCTOSIHUSIMU BcieacTBue mnapokcusmMoB TdP, a Takxke
ciayuasimu BCC.

2.5.1.1.1. Dnuoemuonozus.

PacnpoctpaneHHOCTh 3a00JI€BaHUsI B TIOMYJISAIIMU COCTaBisieT okojo 1:2000
HOBOPOXKJIEHHBIX. CllelyeT OTMETUTD, UTO 3TU JAHHBIE YUUTHIBAIOT TOJBKO CIIy4Yau
«SIBHOTO» YBEJIMYEHHUSI MPOJOJKUTENBHOCTH MHTepBajia QT, BBISIBIECHHOrO INpu
peructpaniuun DKI'. YV HekoTopbix OOJBHBIX CHUMIITOMBI 3a00JE€BAaHUS MOTYT
MOJIHOCTBIO OTCYTCTBOBaTh B TEUEHUE BCEH KU3HU W MPOSBIATHCS JUIIb MPU
BO3HMKHOBEHUU JIOMOJHUTEIBHBIX (DaKTOPOB, CIOCOOCTBYIOIIMX YJIMHEHUIO
untepasia QT, HampuMep TUNOKAJIEMUU, WU MPU HA3HAYCHUM JIEKAPCTBEHHBIX
pernapaTroB, CIOCOOHBIX YBEIWYWBATH JIUTENbHOCTH wmHTEepBaa QT (cm.
tabm. 11). Kpome Toro, ynmuaenne uHTepBasia QT MOXET HOCHTH MPEXOMSIIANA
XapakTep, ClIe0BaTeIbHO, UCTUHHAS PaCIpPOCTPAHEHHOCTh JAHHOTO 3a00JICBaHUS
B MOMYJISIUU, TO-BUIUMOMY, €I1E OOJIbIIIE.

2.5.1.1.2. Dmuonozus.

OcuoBHoit npuunHon CYUQT sBasiercst nuchyHKIUS MOHHBIX KaHAJOB U
HACOCOB, MPUBOJAIIAS K YBEJIWYEHUIO MPOJOJDKUTEILHOCTH (a3 penosspu3anuu
kapauomuonuToB. Hapymienwe ¢yHKIMM HMOHHBIX KaHajJOB MOXET ObITh
00yCJIOBIIGHO MyTalMeldl B T€HaX OCHOBHBIX IMOPOOOPA3YIOMUX 0O-CyObEIUHUII,
100aBOYHBIX CyOBEIUHUII, OCYHICCTBISIIONIUX PETYISINI0 UX (yHKIUU, OCIKOB-
MEPEHOCYMKOB, HEOOXOJUMBIX [JIsi TPAHCIOPTUPOBKHM MOJIEKYJ, a TakKKke
BCIIOMOTATEIBHBIX  OCJIKOB, OMOCPEAYIONINX «BCTPAUBAHUE» MOJIEKYNI B
Oononornyeckre MeMOpaHbl U B3aUMOJICHCTBUE C KJICTOYHBIMHU CTPYKTYPAMH.

2.5.1.2. Knaccupukanus 1 KIMHUYECKHE NPOSABJICHHUS.

B T1abn. 12 npencrasnena renernueckas kinaccupukanus CYUQT: ykazansl
reHbl, MyTallMd B KOTOPbIX OOHAPY>XMBAIOT MPH COOTBETCTBYIOLIMX THUIMAX
3a00JieBaHusl, KOJIMPYEMbIE TaHHBIMUA I'€HaMU O€JIKM U U3MEHEHUS MOHHBIX TOKOB,
OpUBOJSILINME K yAJIMHEHHIO (a3 penojisipuzauuu. Cieqyer OTMETUTh, YTO MpHU
IPOBEJCHUM  MOJIEKYJISIPHO-TEHETUYECKOro  cKpuHUHra OombHbix CYUQT
npuMepHo B 25% cilydaeB I'€HETHMUYECKHE HapyLIeHHsT HE OOHapy’>KUBAIOT, YTO
IIO3BOJISIET OKMJATh B JAJbHEHMIIEM BBISBICHUE HOBBIX I'€HETMYECKUX MYTAaLUH,
IPUBOJAIINX K BOBHUKHOBEHUIO 3a00JI€BaHUS.

Tabnuya 12. Monexkynapno-cenemuyeckue munvl HACIEOCMBEHHO20 CUHOPOMA
yonunénnozo unmepsanra QT

Tun Tun MyTaHTHBI . N3menenne
Koaupyembslii 0enox

®DeHOTUIT
CYUQT HACJIe[IOBAHUS reH MOHHBIX TOKOB

a-cyObeTuHHIIA
KanueBoro kanajuga Kv7.1

Cunsipom

Jixepsea LQT-JLN1 AP KCNQI

Cumxenue Ik

111



n Jlanre— MinK— B-cy0penunnma

Humnbcena LQT-JLN2 AP KCNEI KaTHeBoro Kanasa Kv7 1 Caumxenue Ig
0-CcyOBeqMHUIIA
LQT1 Al KCNQI KaHI/IeBO}l,“O kanana Kv7.1 Crienne I
a-cyOBpenmHAIa
LQT2 Al KCNH?2 KaJIMEBOTO KaHaJIa Cumxenne Ik,
Kvll.1
a-cyOBpeuHAIIa
gﬂHHpOM LQT3 ALl SCN5A4 HanI?I,eBOFO KaHasa Yceunenne In,
OMaHO—
Navl.5
Yopaa
LQT4 Al ANK2 Ankupnn B CH“”“’E“’ Iax u
MinK— B-cyObenunuia
LQT3 Al KCNEI KanueBoro kanana Kv7.1 Cricerme lis
MIRP1 — B-
LQT6 Al KCNE2 CyOBEIMHHUIIA KATUEBOTO CHmxenue Ik,
kaHana Kv7.1
Cunpnpom a-cyOBeuHAIA
AHJepceHa— LQT7 Al KCNJ2 KaJINEBOT'0 KaHaJIa Cumxenue Ik
TaBuna Kir2.1
a-cyOBpenmHAIa
Crnzpom LQTS AP CACNAlc KaJIbIIneBOro KaHana L- Veunenne I,
Tumotu ’
tuna Cavl.2
IHpumeuanue: JLN — cungpom Jbxepsemna u Jlamre-Hunbcena, LQT, CYUQT — cunapoM yIHMHEHHOTO

naTepBana QT; AJl — ayTocOMHO-ZOMHHAHTHBIN; AP — ayTOCOMHO-pEeIeCCHBHBIH

Onucanbl crnenyromue genorunuueckue ¢opmbel CYUQT: cunapom
Pomano—Yopna (Romano—Ward), cunugpom JlxepBemna u Jlanre—Hunbcena
(Jervell and Lange-Nielsen), cunapom AnnepceHa—TaBuna (Andresen—Tawil) u
cunagpom Tumotu (Timothy).

Haubonee pacnpoctpanéHHas ¢opma 3a0oseBaHMs C  ayTOCOMHO-
JOMHUHAHTHBIM THUIIOM HaclieJoBaHusT — cuHApoM Pomano—Yopna (Romano—
Ward), XapakTepHbIMM KIMHUYECKUMHU NPOSBICHUSIMH KOTOPOIO SIBJISIOTCS
YBEIMYEHHE  OpOJOJDKUTENbHOCTH — MHTepBaia  QT,  peumauBupyromue
CUHKOMNAJIbHbIE COCTOSIHMS, 4Yallle BCEro OOYCJOBJIEHHBIE IOIUMOPQHON
xenynoukoBoid Taxukapaued (OKT) Tuna mupysT, M HaciaeACTBEHHBIM XapakTep
3a0oneBanus. bomee 90% ciywaeB cunapoma PomanHo—Yopaa mnpencTaBieHb
CYUQT I-ro (CYHUQT1), 2-ro (CYHNQT2) u 3-ro (CYNQT3) TumoB, MUMEIOMMX
0COOEHHOCTH KJIMHUYECKUX U JIEKTpOKapAUOrpapuiyecKux nposBieHuit (tadm. 13,
puc. 31).

Tabnuya 13. Knunuueckas xapakmepucmuka OCHOBHbIX MUNO8 HACIEOCMBEHHO20
cunopoma yonunénnoco unmepsana QT.

XapakTepucruka CYHQT1 CYHNQT2 CYHNQT3
MyTaHTHBIA TeH KCNQI KCNH2 SCN5A4
W3meHeHre HOHHOTO
Cumxenne Iy Cumxenue I, VYcunenue In,
TOKa
OcobeHHOCTH Huskas ammuinryna VY AnuHEeHHBIN
IMupokas, ciMMeTpUYHas N
penonspu3aluy Ha somna T BosHbI T, nByXx(azHast U303JIEKTPUYECKUN CETMEHT
CHHYCOBOM PUTME BojHa T ST
Pe3kuii rpoMKHii 3BYK,
DakTopsl, N
HPOBOLHPYIOLLIE dusnueckas Harpyska, SMOIMOHAIBHBIN cTpecc  Bpanukapaus (B mokoe, BO
P py SMOLMOHATBHBINA CTPecC (ucmyr), pe3koe HadaIo CHE)

uaaykiuio TdP .
AV (bu3nIecKoil Harpy3Ku
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Junamuka QTc Ha YkopoueHue
Y vHeHue 3HaYUTEIbHOE YKOPOUCHHUE
HarpysKe (HOpMaJIbHAS TMHAMHMKA)
DddexTHBHOCTD
Tepanuu P- Bricokas (6onee 80%) Ymepennas (okono 50%) Huskas (He n3BecTHa)

aJPEeHOOJIOKATOpaAMHU
Hunamuka QTc npu

mpuéme AAIT 1 Her Her YkopoueHue

KJjiacca

Ipumeuwanue: CYUQT — cunapom ymmmuénaoro untepsana QT; TdP — Torsade de Pointes; AAIl —
aHTUAPUTMUYECKUH Tpernapar

AEEB
| wam Lar Lams

Puc. 31. U3menenus OKI' mpu pa3iauyHbIX THIAX HACIEACTBEHHOIO CHHIApPOMA
yanuHeHHoro untepBana QT: (A) — mmpokas riagkas BoaHa T mpu CYUQTI;
(b) — nByxdaznas T-onmna npu CYUQT2; (B) — HuU3KoaMIUIUTyAHAsT U
ykopoueHHasi T-BoJIHA € YJJIMHEHHBIM, TOPU3OHTAIBHBIM ST-CermMeHTOM mpu
CYHUQTS3.

CYUQT1 — naubomnee pacripoCTpaHEHHBIN TUIT CHHAPOMA, 00YCIIOBJICHHBIN
myTanuel B rene KCNQI, xoAMpyIOUIEM 0-CyObEAMHMIy KaJlMEBOro KaHaua,
TEHEPUPYIOLIETO TOK Iks, KOTOPBIN SIBISETCA OCHOBHBIM TOKOM PENOJsIpU3alUU
IpU BBICOKOM 4YacToTe cepaedyHoro putma. CHuKeHue cuiibl Ixs TPUBOOUT K
HEJIOCATOYHOMY yKOpoueHuio wuHTepBania QT mnpu HapacTaHMM 4YacTOTHI
cepaeunbix cokpamenuid. [lo stum mpuumnam 6ompHEIM CYUWQTI1 xapakTepHO
Bo3HukHOBeHUE TdP Ha one ¢pusznueckoii Harpy3ku (puc. 32) U YMOIIMOHATILHOTO
crpecca. OcobenHocteio DKI' npu CYUQTI1 sBnsercss yaiuHEHHAs U TIajKas
BoiHa T (cm. puc. 31A).
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Puc. 32. Pa3Butue napokcusmMa noJuMOp(HON KelyJOYKOBOM TaXWKapJIuu TUIA
Torsade de Pointes Ha ¢doHe ¢dusnyeckoil Harpy3ku y OOJIBHOW CHHIPOMOM
Pomano—Yopaa (pparmMeHT HenmpepbIBHOM 3alKUCH CYTOYHOI'O MOHUTOPUPOBAHUS
OKI no Xonrepy).

[Tpuunnoit CYNUQT?2 saBnsiercss mytauusi B rene KCNH2, Kogupyroiem o.-
cyOopenunuity kanueBoro kanana Kvll.1, reaepupytomiero tok Ik, [Ilpu CYUQT2
napokcu3mbl TdP MoryT Bo3HMKaTh Kak BO BpeMsi Harpys3ku, Tak U B IIOKOE.
XapakTepHbIM MPOBOIHPYIOMUM (HAKTOPOM SIBIIETCA PE3KHi TpoMKkuii 3ByK. Ha
OKT" 60mpabix CYNUQT?2 peructpupyroT HENMPOTSHKEHHYIO, IByX(a3Hyio BoaHy T
(cm. puc. 31B).

CYUQT3 saBnsiercst MeHee pacnpocTpaH€HHOUW ¢Gopmoil 3abolieBaHus,
oOycnoBiieHHOM MyTanueil B reHe SCNSA, KOOupYOIIEM 0-CyObeIUHUILY
HAaTPUEBOr0 KaHaJla, YTO MNPUBOAMT K HAPYUIEHUI0 HMHAKTUBALMM HATPHUEBBIX
KaHaJIOB, MPOJIOJDKAIOIIEMYCSI BXOXKICHUIO HOHOB Na' B KJIETKY W YBEJIUYCHUIO
POJOJDKUTENBHOCTH — penoispu3anuu  kapauoMuouutoB. TdP y  OonbHBIX
CYUQT3 Bo3nukaroT Ha (oHe OpaguKapAuH, MPEUMYIIECTBEHHO BO BpEeMs CHa.
dusznuecKkue Harpy3Kd, HampOTHB, IEPEHOCATCS XOPOLIO WU CONPOBOKIAIOTCS
ykopoueHueM wuHTepBasnia QT. XapakrtepHoii ocobGenHocTthio OKI y maHHBIX
OONBbHBIX SBISETCS yAJIUHEHHBbIH cerMeHT ST ¢ OTCPOYEHHBIM HayalioM
HEMPOI0JDKUTETbHON HU3KOAMITTUTY THOM BostHBL T (cM. puc. 31B).

CymiecTBEHHO  peXe  BCTpedaeTcs ayTOCOMHO-penieccuBHasi — dopma
3aboneBanus (cuHgpom Jxepemnma wu  Jlanre—Hunbcena), mms  KoTopou
XapaKTEpHbl BPOXJIEHHAs HEMUPOCEHCOpPHAs TYroyXxoCTb, 0oJjiee BBIPAXKEHHOE
yBEIMYEHUE AIUTENbHOCTH WHTepBaia QT u Oonbmas yacToTa OMACHBIX IS
KU3HU KEITYJIOUKOBBIX apuUTMHIl. 3a0oseBaHne 00YyCIOBIEHO MyTallUsIMU B TeHaX
KCNQI wmu KCNE2, xoaMpyIOIIUX OCHOBHYIO U J100aBOYHYIO CYOBEIUHUIIBI
NOTEHIMAI-3aBUCUMBIX KallMeBbIX KaHaioB Kv7.1, mpUBOAAIIMMU K CHUKEHUIO
cuIbl TOoKa Iks.
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Cungpom Annepcena—TaBuina — peakas Gopma 3a0051eBaHUsA, TPH KOTOPOK
ymmHenue  uHTepBana QT  compoBoknmaercss mosiBiaeHMeM  BOJHBL U,
NapOKCU3MaMM KaK MOJUMOP(HON KenyAoukoBoi Taxukapauu tuna TdP, Ttak u
JIBYHAIIPABJICHHOW KeIyJOouKoBOoW Taxukapauu. B 60% cnyuyaeB 3abosneBaHue
oOycnoBiieHo myTtauueit B rene KCNJ2, kogupyroeM o-CyObeuHUIYy KalTHeBbIX
KaHaJIOB aHOMAaJIbHOTO Bxojsiero Beimpsimuienus Kir2.1, renepupyromnux Tok Ik,
cwia kotoporo cHukaercs. B 40% cinyuyaeB reHeTuueckuil 1eeKkT B HacTosIiee
BpeMsi OOHApYKUTh HE yAa€Tcs. XapaKTepHbIE dKCTpaKapAUadbHbIE MPOSBICHUS
3a00s1€eBaHus, TAKME KaK, aHOMAJIUU PA3BUTHUS KOCTHON CHUCTEMbI (HU3KOPOCIOCTD,
MUKPOTHaTHsI, OOJIbIIOE PACCTOSTHUE MEX/y TIa3HUIIAMHU, HU3KOE PacCIIOIOKEHHE
VIIHBIX PAaKOBHMH, CKOJMO3, KIMHOJAKTWINHWA), TUIOKAJIEMUS U NEPUOJUYECKUN
KaJMii-3aBUCUMBIA TMapajiny, NPUCYTCTBYIOT HE Yy BceX OosibHbIX. CHHIpOM
Anpepcena—TaBuna — 3a0oneBaHHe C ayTOCOMHO-AOMHUHAHTHBIM THIIOM
HACJIEIOBAHMS, OJHAKO CEMENHBIA XapakTep 3a00jeBaHUs MPOCIEKUBACTCS
JTAJIEKO HE BCErJa, B CBSI3U C TPYAHOCTAMM JUArHOCTUKH, HECIEeUU(PUUECKUMU
KJIIMHAYECKUMH TPOSIBJICHUSIMU 3a00JIEBaHUSI M HEMOJHOM IEHETPAHTHOCTHIO
MyTaHTHBIX TeHOB. Jlo 50% cnydaeB 3a0osieBaHUsI OOYCJIOBJICHBI MyTauueu de
novo

Cunapom Tumorm — xpaitne penkas ¢opma CYUQT, oOycnopieHHas
myTtanuen B rene CACNA Ic, kogupyronieM o-CyObeTMHUITY KaIbIIMEBBIX KaHAJIOB
CaV1.2. Ilpu naHHOM CHHApPOME OTMEYalOT HamOoJiee BBIPAKEHHOE YJIJTMHEHUE
untepasioB QT u QTc (mo 700 mc), compoBoxaaroiieecsi KpailHe BBICOKUM
puckom BCC (cpenHsis MpoAoJKUTENBHOCTh KU3HU cocTaBisger 2,5 roxa). [o
60% OONBHBIX HMEET pa3IMYHbIE BPOXKIEHHBIE TOPOKH Cep/la [OTKPBITHIN
apTepUalbHBIM TPOTOK, TeTpany dDamio, OTKPHITOE OBAJIBHOE OKHO U J1e(hEKThI
MEXOKEIYJOUYKOBOM MEPEropoJKH| W pa3juyHble HapyLIEHUS MPOBOJAUMOCTU
(xapakTepHbl Tpexonsmias W moctosHHas ¢opmbl AB Omokaaer Il cremenm c
npoBeleHHueM Ha xemnyqouku 2:1). Cpenu 3KCTpakapIHWajibHbIX MPOSBICHUN
3a00JIeBaHUSl ONMMCAHbl KOTHUTHBHBIE HapylIeHUs (3aJlepKKa ICUXOMOTOPHOTO
Pa3BUTHS, ayTU3M), TUIIOTIIMKEMHUSI, UMMYHO€(DUIIUTHI, aHOMAJINKU CTPOEHHUS JIULIA
(criaakeHHOCTb HOCOTYOHOM CKJIaJKU, HU3KOE€ PaCIOIOKEHUE YIIHBIX PAKOBUH), a
TaK)K€ YaCTMYHOE WJIM TOJHOE CpalleHHEe MajbleB KUCTEH U CTOI (CHUHIAKTHIINS).
Cunapom Tumotrn HacinegyeTrcss MO ayTOCOMHO-IOMHHAHTHOMY THILY, OJHAKO
MOJIaBJIsIONIee OOJIBIIMHCTBO Cily4aeB 3a0o0JieBaHMs OOYCIOBJICHO MyTalueil de
novo.

2.5.1.3. /lnarHocTuka.

Kpurepun, npumensieMble sl MOCTAHOBKH JMarHo3a HACIEICTBEHHOIO
CYUQT, npennoxennsie J.P. Schwarz, npencraBnens! B Tabmu. 14.
Taonuya 14.  Juacnhocmuueckue  Kpumepuu  HACIEOCMBEHHO2O0  CUHOPOMA
yonunénnozo unmepsana QT (6 coomsemcmeuu ¢ usmenenusimu 2006 2.).

Kpurepuii Bajbl

DnekrpokapanorpapuIeckue KPUTEPUH:
QTc >480 mc;
QTc 460—470mc; 2

w
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QTc 450-459 mc (y Myx4uH);
3apETrUCTPUPOBAHHAS TaXUKapAUs TUIA IUPYIT»;
anpTepHaus BOJHBL T;

Hay4Ke 3a3yopenHoit BoyiHel T B orBeneHuu 111

—_—— N =

4acTOTa CepJICUHbIX COKPAIEHUI HIYKE COOTBETCTBYIOIIEH BO3pacTy O0IBHOTO 0,5
Knuangeckue nposiBieHus 3a001eBaHUs:

00MOPOKH, TIPOBOLIUPYEMBbIE (PU3NUECKOW HArPY3KOI MIIM SMOIIMOHAIBHBIM CTPECCOM; 2

HOTEpPsl CO3HAHUS B IIOKOE; 1

BpOXAEHHAsI [IIyX0Ta 0,5

CeMeliHbll aHaMHE3:
Hannuue auarsoctupoBanHoro CYMQT y unena cembr 60JIbHOTO; 1
BHE3aIHasi CMEPTh B ceMbe 00IpHOTO B Bo3pacte <30 jeT 0,5

Ipumeuanue: CYNQT — curnpom yammaEHHOTO HHTEpBana QT

Hacnencreenusiit CYUQT auarHocTUpYIOT B Cilydae, €Clii cyMMa 0ajljioB
cocTaBisieT >3,5, Ipy HAJIMYUMU MOATBEPKAECHHONW MOJICKYJISPHO-T€HETUYECKUMHU
METOJIaMU MYTallM{, IPUBOJAIICH K YBETUUYCHUIO TPOJOJKUTEIILHOCTA UHTEpBaia
QT, npu noBropHoi peructpaunu Ha IKI' yanunenus unrepsana QTc >600 mc B
Cllydae OTCYTCTBHS APYrUX NpUYMH yIIuHeHUs uHTepBana QT.

Huarno3 HacnencrBeHHoro CYMQT mosker OBITh TakkKe IMOCTaBJEH IpHU
noBTopHOU peructpauun Ha DKI' ynnunenus untepBaia QTc mo 480—499 mc y
MAllMEHTOB C CUHKOMNAJIbHBIMU COCTOSIHUSIMU HESICHOTO T'€HE3a, IMPU OTCYTCTBUHU
FEHETUYECKON MyTalluu U APYTUX OpUYKH yIauHeHus: uatepBana QT.

Metoasl  MONEKYJISIPHO-TEHETUYECKOM JIMArHOCTUKUA HMMEIOT  OOJIbIIOE
3Hauenue B auarHoctuke CYUQT wu ompeneneHun mnporHosa OoisibHbIX. [lpu
MPOBEICHUNA  KOMIUIEKCHBIX TE€HETHYECKHMX AaHalM30B MYyTaluu  yAaércd
OOHAPYXKUTh MNPUOAM3UTENIBHO Y 75% OOJBHBIX, MMOATOMY OTpHUIATEIbHBIN
pe3yJIbTaT TEHETUYECKOTO aHAJIN3a HE MTO3BOJIET MOJTHOCTBIO UCKIIFOYUTh TUATHO3
CYHUQT.

[IpoBeeHNE KOMIUIEKCHOTO TE€HETMYECKOIO0 aHajiu3a Ha BbIABJICHUE
BO3MOXXHBIX MyTainuid B reHax KCNQI KCNH2 n SCN54 (CYUQT 1, 2 u 3-ro
TUIIOB — HauboJiee pacnpocTpaHéHHble (HopMbl 3a00J€BaHUA) PEKOMEHIOBAHO
BceM OOJIbHBIM, MMeromuM KinHudeckue npossieHus CYUQT, orsaroménupiii
ceMeiHbIi aHaMHe3 U yjuinHeHue uaTepsana QTc, 3apeructpupoanHoe Ha OKI' B
MOKOE WJIM TIPU MPOBEACHUM MPOBOKAIIMOHHBIX TUATHOCTUYECKHUX MPOO, a TakKe
BCEM MalueHTtaMm, He umeromuM xapakrepubix CYUQT cumnromoB, mpu
peructpauun Ha OKI' ymimnenuss uHtepBasia QTc >500 Mc mpu oTCyTCTBUU
JPYTUX BO3MOKHBIX IPUYMH yaiuHeHus: uarteppaia QT.

[IpoBeneHne KOMILIEKCHOIO T€HETUYECKOTO aHajiv3a Ha BBISBICHUE
BO3MOKHBIX MyTauuii B reHax KCNQI! KCNH2 n SCN5A MOXeT UMETh CMBICH Y
NAalUEHTOB, HE nMeromux xapakrtepHbix CYHUQT cumnTomoB, nmpu perucrpauuu
Ha OKI" ymmnaenus narepana QTc >480 Mc npu OTCYTCTBUHU IPYTHX BO3MOMKHBIX
MPUYYH yJIMHeHusa uaTepBana QT.

B cnydae obGnapyxenus y O6ompHoro CYUQT reHeTudyeckol MyTaluu
IPOBEJCHUE CKPUHUHIA, HANPaBJICHHOIO HAa BBISBJIEHHUE OSTOM MyTalluH,
PEKOMEHJIOBAHO BCEM OJIM3KUM POJICTBEHHHKAM, JaXXe€ MPU OTCYTCTBUM y HHUX
XapaKTEPHBIX 3TOMY 3200JIEBAHHUIO KIIMHUYECKUX TposiBiieHnid u n3meHenui JKIT .

[Tockonpky ymiuHenue wuHTepBaga QT MoxkeT HOCUTH HPEXOSIIui
XapakTep, B JMArHOCTHKE 3a007€BaHWs HMEIOT 3HAY€HUE MPOJIOJDKUATEIbHAS
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peructpauus OKI' (Hampumep, cyrouHoe monutopupoBanue OKI' mo Xonrepy;
naHHbIA MeToa ocobenHo nHdopmatuseH y 60apHBIX CYUQT 2-ro u 3-ro THMNOB,
MOCKOJIBKY Y OOJBHBIX 3TUMHU (hopMaMu 3a00JeBaHMs HaWOOJIbIIEE YBEIUUCHUE
murenbHocTd  uHTepBana QT  oTmewaroT OOBIYHO B HOYHOE BpeMs) U
IPOBOKAI[MOHHBIE TTPOOHI.

B wmemsx oOecrieyeHuss 0€30MacHOCTH — MMAllMEHTa W TOBBIMICHUS
JMArHOCTUYECKOM 3HAYUMOCTH, CYIIECTBYET Psifi TPEOOBaHUI, KOTOPbIE JOHKHBI
ObITh YUYTEHBl TPU TMPOBEJACHUU JIAHHBIX JUATHOCTUYECKUX MCCIICJOBAaHUM.
[TockonbKy B XOJIe MCCIENOBaHUN BO3MOYKHA MHIYKLHS ONACHBIX ISl JKU3HU
HapyILIEHUH pUTMa cepiila, BCE MPOBOKAIMOHHBIE MPOOBI JOHKHBI MPOBOIUTHCS
ONBITHBIM MEAUIMHCKUM I[E€PCOHAJIOM NpU HempepbiBHOW peructpauun OKI
(cnenyer mnpou3BoaAuTh MoHUTOpUpoBaHue OKI' 1o mnosHOW HOpManu3auuu
MHIYLHPOBAaHHBIX B Xone wucciuenaoBanus uzmeHenun OKI', mpu nposenenHun
(hapMaKkoJIOTHYECKUX MPOBOKAIMOHHBIX MOpo0 — He Menee 30 MuH mocie
OKOHYAHMsI BBEJEHUS Ipenapara) U CUCTeMaTnyeckoM m3mepeHuu AJl 6osibHOTrO,
B YCIIOBUSAX HEMNOCPEJACTBEHHOM JOCTYMHOCTH HEOOXOAMMOTrO [JIsl CEepIASYHO-
JISTOYHOM  peaHUManuu  o0opyJoBaHusl  [BKIOYas  JaeuOpuistop] u
BO3MOKHOCTH HE€3aMEJJIMTEIBLHOIO BBI30BA Bpaya-peanumaroiora. lIpoBenenue
HArpy304HbIX MpoO0 JOJKHBI OCYLIECTBISATH (PU3MYECKH TPEHUPOBAHHbBIC
COTPYAHHKH, CIIOCOOHBIE yOepeub MalMeHTa OT MaJeHUs B CIy4yae BOSHUKHOBEHUS
reMOJAMHAMHAYECKOT 0 KOJUIanca Mpy MHIYKIHMH KTy JOUKOBBIX ApUTMUM.

[IpoBokarmoHHbie MPOOBI MaNeKO HE BCEr/Ia BBI3BIBAIOT THUIUYHBIC IS
KoHKpeTHOTO 3aboneBanus wu3Menenuss OKI. Ilorpanuunbie u3MEHEHHS He
JIOJKHBI PACIIEHUBATHCS KaK IMarHOCTUYECKHU 3HAYUMMBbIE. B cilyyae morpaHuyHbIX
u3meneHnit DKI' wim oTpuniatensHOTO pe3yJsibTaTa UCCIENOBAHUS MPU OOJIBIION
BEPOSITHOCTH 3a00JieBaHMs (XapakTepHas KIMHHMYECKas KAapTHUHA, PE3yJbTaThl
TEHETUYECKUX HCCIIEIOBAHUI ) 1eaecoo0pasHo MIPOBEJICHUE Ipyrou
IPOBOKAI[MOHHON MTPOOHI.

Jna BeisiBaeHus CYUQT wucnons3yloT cieayromuye NTPOBOKALMOHHBIE
pOOKI.

o AKTHBHasl opTocTatuyeckasi npoda. OueHka JMHAMUKU MHTEpBaia
QT npu perucrpamuu OKIT B xome oprocraruueckod mpoObl obsamaer
JMArHOCTUYECKONW 3HAYMMOCTBIO, TIO3BOJISIE B PSJE CIy4aeB BBISIBUTH OOJBHBIX
CYHUQT. Ilocne nepexona B BEPTUKAIBHOE MOJIOKEHHE OTMEYAETCS YMEPEHHOE
YBEIMYEHHE YacTOThl CHHYCOBOIO PHUTMA, NMPU 3TOM Yy 3J0POBBIX IaIIMEHTOB
murenbHocTh uHTepBana QT ymensmaercs, a y 6oapHbIX CYUQT (ocobenHo 2-
ro TUIIA) NPOAOCKUTENIBHOCTh HTEpBana QT yMeHbIIaeTcsi MEHee CYIIECTBEHHO,
HE U3MEHSIETCS WA YBEIUYMBACTCS.

o IIpoda ¢ jgo3upoBaHHOM  (PU3MUYECKOl  HArpy3Koil  Ha
Bejo3promerpe wiam  Tpeamuie. Haunbonee  mHdopmaTuBHa  OlleHKA
qauTenbHocTH  uHTepBana QT B mepuon BOCCTaHOBIEHUS. JJIMTENBHOCTH
untepBaia QTc >445 mc B KoHIlEe mepuoja BOCCTAHOBJICHUS (CIyCTs 4 MUHYTHI
1oclie OKOHYaHWs Harpy3kw) xapakrepHa st OonbHbIx CYUQT 1-ro m 2-ro
tunoB. [Ipu stom gnurensHOCTh, MHTEpBana QTc <460 mc B Hauvasie mepuona
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BOCCTAHOBJICHHS MO3BOJISAET OTINYUTh O0MBbHBIX CYMQT 2-ro THa oT GOJBHBIX
CYHUQT 1-ro tuna.
o dapmMakoJ0ru4ecKue NpoBOKaIMOHHbIE IPOOBI.

' Ilpoba c aopenanunom (3nuneghpurom). I103BOJISIET BBIIBUTH
oombabix CYUQTI1, mnockonbky mpu 3ToM ¢opme 3a00jeBaHUs TpHU
npoBeeHUH  WMHQY3UM  aJpEeHaTMHA  OTMEYAeTCs  IMapaJOKCaIbHOE
yBenuueHue miurenbHocT uHTepBasa QT. Ilpennmokensl 2 mpoToOKoIia
npoBeneHuss JaHHOW TpoObl: mpotokon Ilumuny (Schimizu), B xoxe
KOTOpOro  Bcied  3a  OONIOCHBIM ~ BBEJIGHHEM  OCYIIECTBISETCS
KpaTKoBpeMeHHass uH(Y3usi aJpeHanuHa, U mnpotokon Meio (Mayo), B
COOTBETCTBHM C KOTOPHIM OCYIIECTBIISICTCSI BHYTPUBEHHas WHQY3US
IOCTENIEHHO YBEIMYMBAaEMON J03bl ajapeHannHa. O0a 3TUX NIPOTOKOJIA
007aaloT COMOCTAaBUMBIMH UYyBCTBUTEIBHOCTBIO U  CHEIU(PUIHOCTHIO,
XOpOUIO IIEPEHOCATCS W PENKO CONPOBOXKIAKOTCA HEXKEIATEIbHBIMU
peakuusimu. IIpoba pacueHuBaercs Kak MOJOXKHUTENbHAs MPU YBEIUYECHUU
muTenbHocTH uHTepBasia QT >30 Mc Ha poHe nHyY3UU agpeHaIuHa B 03¢
no 0,1 Mmxr/kr B muH. CienyeT OTMETUTb, YTO MPaBUIBHOE H3MEPEHHE
mmrensHoctd QT Ha ¢doHe uHGY3UM aapeHalMHA YacTo 3aTPYIHEHO
u3MeHeHusiMu  Mopdornorun 3y6moB T, 0coOEHHO eciu TMpu ITOM
PETUCTPUPYIOTCA BBICOKOAMILTUTYAHBbIE BOHBI U. CoOmMyTCTBYIOIIUI MpUEM
B-anpeHo0IOKAaTOPOB CHIDKAET JUArHOCTUYECKYI0 3HAYMMOCTH TPOOBI.
Cpenn HexenaTeIbHBIX pEaKlWi, BO3HUKAIOMUX Ha (oHe uHDY3UH
aJipeHaIMHA, HEOOXOAMMO YIOMSHYTh apTEPUANbHYIO THUIEPTCH3UIO U
VHIYKUWIO OIACHBIX JUISl JKU3HU HApYyLIEHUWW puTMa. J[MarmHoctudeckoe
UCCIIEIOBAHME  JOJUKHO  OBITh  NIPEKpalleHO  MpH  TOBBIIMICHUU
cuctonumyeckoro AJl >200 MM pr.cT. (MM NpU MEHBIIUMX 3HAYCHUSIX B
Cly4asXx, €CJIM apTepUaAJIbHAs TUIIEPTEH3USI COMPOBOKIAAETCS BBIPAKEHHBIMU
KIMHUYECKUMH  TPOSBJICHUSMH), BO3HUKHOBEHHHM  PEIUAUBUPYIOIIUX
HEYCTOMYMBBIX MPOOEKEK MM UHAYKLIMH ycToiunBoro napokcusma KT. B
Cilyyae BO3HMKHOBEHUSI KIIMHUYECKH 3HAYUMBIX HEXeJaTelbHbIX 3P (HEeKTOB
1eJIeCO00pa3HO MPUMEHEHHE KOPOTKOIEHCTBYIOMIUX [-aApeH00I0KaaTopoB,
BBOJIUMBIX BHYTPHUBEHHO.

n Ilpoba ¢ aodenozunom. bompabiM CYUQT xapakTepHO
yBEJIMYEHUE MPOI0KNUTEIbHOCTH HHTEepBaioB QT >410 mc u QTc >490 mc,
perucTpupyemMbie  BO  BpeMsl ~MHUHHMMAJIbHON  YacTOThl  CEPJECUYHBIX
COKpalleHU TMpU UHAYIUPOBAHHOW aJCHO3MHOM Opaaukapauu. B
HACTOsIIee BpeMs JUArHOCTHUYECKas 3HAYMMOCTh JaHHOW MPOOBI M3y4YeHa Ha
OTPAaHUYCHHOM KOJMYECTBE OOJIBHBIX T'E€HETUYCCKHA TOITBEPKICHHBIM
CYHNQT, mostoMy HHTEpHpETalMsi MOJYYECHHBIX B XOAE HCCIEHOBAHUS
pe3ynbTaTOB TPEOYET OCTOPOKHOCTH.

2.5.1.4. luppepeHnuanbHast JUATHOCTHKA.

CYUQT cnenyer auddepeHunpoBaTh OT APYrUX BO3MOXKHBIX MPUYHMH
CHHKOIIAIBHBIX COCTOSIHUHM, yUYUTBIBask OTHOCUTEIIEHO MOJIOJION BO3PAcT OOJIBHBIX,
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IpEeXKIe BCETo, OT SMUIICIICUN M Ba30-BarajibHBIX OOMOPOKOB, a TaKXKe OT IPYTrHX
BPOKJIEHHBIX KETYIOYKOBBIX HAPYLIEHUI pUTMa CepaLa.
Heobxogumo mpoBeaeHue aud@epeHaibHOl  JUATHOCTUKU — MEXKY
BpokJIEHHON M mpuoOperéHHbiMH (popmamu CYUQT, koTopbie MOryT OBITH
BbI3BaHbl LENBIM PSAOM (DAKTOPOB, MPUBOIAIIMX K 3aMEUICHHIO MPOLECCOB
penoaspu3aly MUoOKapaa xeinyaoukoB. K HUM oTHOcATCS:
e Opanukapaus, oOycClIOBIeHHAas NUC(YHKIMEH CUHYCOBOTO y3Jia WIIU
AB 0610kanoii;

® TUIOTHPEO3;

® HapyUIEHUS DJIEKTPOJUTHOTO OOMEHa (TUIOKaJIeMHUs, TUTIOMarHeMus)
BCJIEICTBUE IpPUMEHEHUS JINYPETHUKOB WIH NaTOJIOTHH
Ha/Ano4eyHukoB (cuHapoM KoHHa), a Takxke npody3HOW quapeu win
HEYKPOTHUMOM PBOTHI;

e HapylleHHs OJIKOBOrO MNUTAaHUS (JJIUTENIBHOE «IUETHUYECKOE)
rOJIOJIaHNE, HEPBHASI AaHOPEKCUS, NAPEHTEPATIbHOE IUTAHKUE U IP.);
OCTpBII HH(PAPKT MUOKAP/AA;

BHYTPUYEPEIIHOE KPOBOU3IUSIHUE

MHTOKCUKAIHS (OCPOPOPTaHUIECKUMH COSTMHEHUSIMU;

npu€M  JIEKAPCTBEHHBIX  IpenapatoB  (IE€pedyeHb  Ipenaparos,
yumuasomux uatepsan QT, npeacrasned B a0, 11).

2.5.1.5. Jleuenue.
2.5.1.5.1. Obwue pexomenoayuu

Bce mnanueHThl JOJMKHBI OBITH XOPOLIO HWH(OPMHUPOBAHBI O CBOEM
3a00JIeBaHUU, B TOM YHUCJIE €r0 HACJIEICTBEHHOM XapaKTepe U pucke 3a00ieBaHus
y JAeTei, U MOJy4YuTh OOUIME PEKOMEHAAIMH, HAIpPABJICHHbIE HAa YMEHbIICHUE
pucka pazsutusi TdP u BCC.

o [lonHoe uckimrOYeHWe MpuéMa JICKAPCTBEHHBIX IMPEMapaToB, BHI3BIBAIOIINX
yBenu4eHue mpoaospkurenbHoctd unrepBaiga QT (cm. tabmn. 11). ITo mepe
HAKOIUJICHUS! KJIMHUYECKON MH(POPMAIMK U BHEIPEHUS B MPAKTUKY HOBBIX
JIEKapCTBEHHBIX IPENapaToB JAaHHBII MEepeYeHb NMPETEPIIEBAET U3MEHEHHUS.
[ToctossuHO OOHOBIsieMass MH(OpPMAIHs O JIEKAPCTBEHHBIX Ipernaparax,
CHOCOOHBIX  YBEIMYMBATh  MPOJOJDKUTENBHOCTH  uHTepBama  QT,
Ipe/cTaBlieHa Ha caiiTe http://www.azcert.org.

e I306erath cuTyaluii, CIOCOOHBIX BBI3BIBATH JJIEKTPOJIUTHBIC HAPYILIEHUS
(HEKOHTPOJIHMPYEMBIM MPUEM MOYETOHHBIX W TOPMOHAIBHBIX MPEMAPATOB,
rojojianue, o0e3BOKMBAHUE, MHUILIEBbIE OTPABIICHHUSA, COMPOBOXKIAOIINECS
npody3HOI PBOTOM UK AUApeeH U Ap.).

e [lo BO3MOXHOCTM wu30€eraTh IYCKOBBIX (PaKTOPOB, KOTOPBIE MOTYT
npoBolpoBaTh uHAYKIHIO TdP (cmopTuBHBIE Harpy3ku, OCOOEHHO
IUIaBaHUE; YMOLIMOHAIIbHBIN CTpECC, TPOMKHE 3BYKHU U IIp.).

2.5.1.5.2. Meouxamenmo3snas mepanusi.
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MenukaMeHTO3Hasi Teparnus SBISIETCS OCHOBOM JIEYEHUsI HACJIEICTBEHHOIO
CYUQT. IlocrosHHblii npuém [B-anpeHoOJOKATOPOB MOKa3aH BCEM OOJbHBIM
HacienacrseHHbiM  CYMWQT, Bximrovas NOATBEPKAEHHBIX  OECCUMIITOMHBIX
HOCHUTENIE MyTauuu, Jaxe npu orcyrctBud y Hux Ha OKI' ynnuHenus
untepBasioB QT/QTc (3a wuckiodeHueM aOCONIOTHBIX MPOTUBOMOKA3aHUN K
npuéMy IMpenaparoB, HalpuMep, THKETOro TeuyeHus OpOHXHAIbHOM acTmbl). B
HACTOSIIIIEE BpPEMsSi OTCYTCTBYIOT JIaHHBIE, YyKa3blBarolle Ha 0ojiee BBICOKYIO
3 PEeKTUBHOCT,  KaKoOro-mubo U3 [-aapeHOO0JIOKAaTOpOB B IPOQPUIAKTHKE
peuunuBoB TdP y Gonbnbix HacieacTBeHHbIM CYUQT. Bribop nekapcTBEHHOTO
npernapara, nofdoop ero J03bl U OINpeieTeHHE peXuMa MpuéMa OCYyIIEeCTBISIOTCS
WHIMBUIyalIbHO. B 11e/sX yMeHbIeHus: pucka no0o4HbIx 3P ¢deKToB mpenapara u
Ui y1o0cTBa OOJIBHBIX MPEANOYTEHUE CIIEIyeT OTJaBaTh KapIUOCEICKTUBHBIM [3-
aJpeHo0I0KaTopaM ¢ OOJIBIION JTMTEIBHOCTRIO AcicTBUA. [larmeHToB ciemyer
00s13aTenbHO UH(POPMHUPOBATH O TOM, YTO JUIUTEIHHOE OTCYTCTBUE peruanBoB TdP
Ha (OHE JIeYECHUS HU B KOEM Clly4ae HE JOJDKHO OBITh PACIIEHEHO B KadecTBe
NOBOJIa IPEKPaTUTh MpUEM mpemnapata. B cnydyae HeoOX0IUMOCTH MpEKpalleHue
npuéma [-agpeHo0JI0KaTOPOB JOHKHO OBITh  OCYIIECTBJIEHO IOCTENEHHO,
INPEANOYTUTENIBHO MO KOHTPOJIEM MEAUIMHCKOrO MEPCOHaNa, MOCKOIbKY pe3Koe
IpEeKpalieHue JIEYCHUSI MOXKET COMPOBOXKIATHCSA «CUHAPOMOM OTMEHBI», Ha (poHE
KOTOpOro puck uHaykiuu TdP oco6eHHO BBICOK.

AHnTuaputmudeckue npenaparbl I kiacca (070KaTOpbl HATPUEBBIX KaHAJIOB,
npeanouturesbHo 1B kiacca: mekcunerud [B Poccum B HacTosiiiee BpeMsl HE
3aperucTpupoBaH], (PEHUTOUH) MOTYT OBITh HCIIOJIb30BaHbI B KaYeCTBE CPEICTBA
«BTOpOU JIMHUM» TIpH YacThiX penuauBax TdP y 6onbnbix Bpoxaéaasiv CYUQT ¢
VMIUIAHTUPOBAHHBIM KapauoBepTepOM-nepudpuuisTopom (UKD), IpU
HEZ0CTaTOYHOU d(PPeKTUBHOCTH [-aqPEHOOTIOKATOPOB WM HEBO3MOKHOCTH HX
npuéMa B CBS3U C aOCOJIIOTHBIMH TPOTHBOINOKA3aHUSAMH WM  TSDKEIBIMU
noOounbiMu dpdexTamu nedenus. B HacTosmiee Bpemst onbIT 3(p(EKTUBHOTO
IPUMEHEHUS ITUX MpenapaToB orpanuyeH Juib OonbHbIMU CYWQT3. B xauectBe
KpUTEPHS, YKa3bIBAIOUIETO HAa MOTEHUHUAIBHYIO 3(P(EKTUBHOCTb IIAHUPYEMOIO
JOJITOCPOYHOIO JICUECHHSI NPEMJIOKEHO YMEHBIICHUE JUIMTEIBHOCTH WHTEpBAJIA
QTc na 40mMc u Oojee mociie MEPOPATBLHOIO MpUEMA AHTUAPUTMUYECKOTO
npenapara I knacca.

2.5.1.5.3. Umnaanmayus kapouosepmepa-oepuopuiiamopa.

NmmnanTtanus — kapauoBepTepa-aeduOpmiisaTopa IMoKa3aHa  OOJIbHBIM
CYUQT, nepexuBIIMM OCTAaHOBKY CEp/illa, a TaKXe MalueHTaM, y KOTOPbIX
npuctynsl TdP mpomomkaroT penuauBUpOBaTh, HECMOTPS HA CHUCTEMATHYECKUN
npuém B-aapenobiokaropos. MmrmanTanust kapanoseprepa-nepudpusisropa He
n3bapnsier OosibHOro HacneAacTBeHHbIM CYMQT or HeoOxomuma mnpuéma -
aJIp€HO0JIOKATOPOB U HU B KOEM Clly4yae HE JOJKHA pacCMATPUBATHCS B KAUECTBE
aJbTEPHATUBBI MEIUKAMEHTO3HOU Tepamnuu.

Crnenyer nogq4epKHyTh, UYTO UMILJIAHTALMS KapaAuoBepTepa-aehudpuiaropa
st npodunaktuku BCC 6e3 npeamecTByroeid oueHku 3pGHEeKTUBHOCTH JIEUEHUS
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B-ampenobiokatopamu He TmokazaHa OonbHIM CYUQT 3a uckimoueHnem
NaIeHTOB BBHICOKOTO pucka. Ha HeOmarompusTHbIN IPOrHo3 0OJIE3HH YKa3bIBaeT
BbIpaKEHHOE yBenuueHue JutenbHocTH QTc >500 mc (0cOOEHHO BBICOKMN PHUCK
y OonpHBIX ¢ yBenuueHuem anurenbHoctd QTc >600 mc), coxpansromascs Ha
dbone mpuéma P-aapenoOiokatopoB anbTepHarus 3y0uoB T na OKI, panuue
KJIMHAYECKUE TPOSABJICHUS 3a00J7€BaHUs — TMPUCTYIBI MOTEPU CO3HAHUA,
napokcusmbl TdP B Bo3pacte n0 7 jeT, a Takxke pe3yibTaTbl MOJIEKYJISPHO-
reHeTHYECKUX MCCIIeIOBaHUM (IMOATBEPKIeHNE HanboJee 371I0Ka4YeCTBEHHBIX (hopM
3a0oneBanuss — cuHapoMa JxepBemia u Jlanre-HunbceHa WM CUHIpOMA
Tumotn —, HanMuue ABYyX W 00Jiee TeHETUYECKHX MyTaluil Wiu OOHapy’>KeHHe
TeHETHYECKUX MyTaluil, conpsukEHHBIX ¢ Oosee BhicokuM puckom TdP u BCC).
BCC poncteennuka 6onsH0r0 HacieactseHHBIM CYUQT mpu oTcyTCTBUM APYTHX
(dakTOpoB puCKa HE SBISETCS MMOKa3aHHEM K HMIUIAaHTAIllMH KapAHOBepTepa-
nepubpuATopa.

2.5.1.5.4. JlesocmoponHss wietiHas CuMnamu4eckas OeHepeayusl.

[Ipouenypy J€BOCTOPOHHENW  WIEMHOW  CHUMIIATUYECKOW  JEHEPBALMU
OCYIIECTBJISIFOT JIEBBIM HAJKJIIOUYAYHBIM JIOCTYIIOM. B ONBITHBIX MEIULIMHCKUX
LIEHTPAaX MPUMEHSIOT MUHUMaJIbHO WHBA3UMBHBIE METOAWKHU. JlaHHAs mpoieaypa
MOXXET OBITh HCIOJb30BaHa B CIIy4yasX HEBO3MOXXHOCTU Ha3HauyeHHs [3-
aJIpeHO0JIOKATOPOB WJIM HEAOCTATOYHOM A(PPEKTUBHOCTH MEAMKAMEHTO3HOMN
Tepanuu, a TakKe MNPy HATMIUU a0COTIOTHBIX/OTHOCUTENBHBIX MPOTHUBOIOKA3aHUN
K UMIUIAaHTAIlUu KapauoBepTepa-nepuOpuuisatopa WM OTKa3ze NaIlUMeHTa OT
VHBA3MBHOT'O BMEIIATENILCTBA.

2.5.1.6. ITpopuaaxruka.

Kommeke mpodunakTuueckux MeponpHusTHH, PEKOMEHAYEMbIX OOJIbHBIM
CYHUQT, BKIOYAECT MOJHOE HUCKIIOYEHUE NPHUEMA JIEKAPCTBEHHBIX IIPENApaToB,
BBI3BIBAIOIINX YBEIMYEHHE MpoaospkuTenbHocTH uHTepBana QT (cm. Tabdm. 11),
IPENIOTBPAIICHUE CUTYyallil, CIOCOOHBIX BBI3BIBATh 3JEKTPOJUTHBIE HAPYILUEHUS
(HEKOHTPONIUPYEMBI NMPUEM MOYETOHHBIX M TOPMOHAJIBHBIX IPENaparos,
rojloflanve, O00€3BOKMBAHME, IMHILIEBbIE OTPABJICHUSA, COMPOBOXKIAIOLIUECS
npody3HON pBOTOM WM AWapeeit u np.) u uzderanue GaxkTropoB, KOTOPhIE MOTYT
npoBouupoBaTh UHAYKUIUIO TdP (cmopTuBHBIE HAarpy3ku, OCOOCHHO ILIaBaHUE;
HYMOIIMOHATILHBIN CTpecc, TPOMKHE 3BYKHU U TIP.)

ITockonmbky CYHQT — HacienctBeHHOe 3a0oJjieBaHUE, TEPBBIM U
CMHCTBEHHBIM TMPOsIBJICHHEM KoToporo MoxeT Obith BCC, Heob6xomumo
oOcneoBaHNe BceX ONM3KUX POACTBEHHUKOB OOJBHOTO, a TaKXKe MPOBEIICHUE
CEJIEKTUBHOI'O MOJIEKYJISIPHO-TE€HETUUYECKOTO CKPUHUHTA, B CIIyyae OOHApyKEeHUS Yy
o6onpHOro CYNQT reneTndeckoid MyTalum.

2.5.1.7. lucnancepHoe HA0IK0/ICHHE.
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Bce 6oapapie CYUQT m0/KHBI HAXOAUTCS O MTOCTOSHHBIM HAOJII0ICHUEM
KapJuoJIora B CIEHUAIU3UPYIOMIMNXCSA HAa JIEYEHUH BPOKIEHHBIX KEIYIOYKOBBIX
apUTMHUI MEIUIIMHCKUX LICHTPaXx.

[MTammenter ¢ UK/ nOoMKHBI NPOXOAWTH PETYJSPHBIA TEIEMETPUUECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOIO  YCTPOMCTBA C  PEKOMEHJIOBAaHHOW UM
MEePUOJAUYHOCTHIO (HO HE PEXKe OJTHOTO pasa B TOJ).

2.5.2. Cunopom bpyzaoa.
2.5.2.1. BBenenue.

Cunapom, xapaktepusyrommuiicss IKI' mpuzHakamu 0710Kajbl TPaBON HOXKKHU
nyuka ['mca ¢ sneBamment Touku J m cermeHta ST B mpaBbIX NpEeKOpAUATbHBIX
OTBEJICHUSIX u MPOSIBIISIOIIUICS KJIIMHUYECKHU peLUIUBUPYIOITUMU
CHHKONAJIbHBIMU COCTOSIHUSIMHM, a Takxke ciydasmu BCC, koropas Hacrymnaer
yamie y Jidi My»ckoro moja B Bospacte 30-40 mer, ommcan P. Brugada u
J. Brugada B 1992 r. 3aboneBanue HaciaeayeTcss MO ayTOCOMHO-TOMHHAHTHOMY
TUIy, TPU HSTOM XapaKTepHA HEMOJHAsA NEHETPAHTHOCTh T'€HETUYECKUX
V3MCHEHUU.

KenynoukoBeie TaxukKapauu, (MPEUMYIIECTBEHHO NOIUMOpdHAas, KpaiHe
peaKo — MOHOMOpP(HAs) XapaKTepU3yIOLUeEcs BBICOKMM PUCKOM TpaHc(popManuu
B (pHOPpMILIAIINIO KETYJOUYKOB, SIBISIFOTCS OCHOBHBIM KJIMHUYECKUM TPOSBICHUEM
cunspoma bpyraga. XapakTepHO UX BOZHUKHOBEHUE B IOKOE, BO BPEMsSI HOYHOTO
cHa (puc. 33), uto nenaet 0osee BEPOATHBIM UX BhIsIBIECHUE ¢ moMolbio XM DK,
a He npu cra”gaptHol 3anucu OKI'. OgHuM W3 KIMHUYECKUX MPOSBICHUM,
COIPOBOXKIAIOIIUX ITH APUTMUUECKUE COOBITHSI, MOTYT OBITh 3MHU30/bl XPUILIOTO
(aroHanbHOr0) fAbIXxaHus BO cHe. JKelyJoukoBblE TaxuUKapJUM  MOTYT
IIPOBOLIMPOBATHCA JINXOPAJOUYHBIMU COCTOSIHUSIMU, & TAKXKE PSIAOM JIEKAPCTBEHHBIX
npenapatoB (cM. Tabia. 17). CuMnrombl 3a00sieBaHUSI MPOSIBISIOTCS OOBIYHO Y
B3pOCIIbIX, @ CpEIHHUM BO3pacT BO3HUKHOBeHUs ciaydyaeB BCC cocraBusier
41+15 ner. Kpome Toro, npu cungapome bpyraga damie yem B oOmieit momymsiuu
PETUCTPUPYIOT CIy4Yau CYNPABEHTPUKYISIPHBIX TAXUAPUTMHUIA.
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Puc. 33. HeycroiuuBplii mapokcu3M (BBIIEICH paMKoil) moauMopHOit
KETYyIOYKOBOM  TaxuKapauu  (4acToTa  CEepJeYHbIX  CcokpamieHuid  160—
180 ya./mun.). XontepoBckas MoHuTOpHas 3anmuck OKI' B 12 orBemeHusix y
oonbHOM cuHApoMoM bpyrama. Bpemsi Bo3HMKHOBeHMsI Tapokcu3zmMa — 23 yaca.
Crpenkamu B OTBEACHMM V| YyKa3aHa »>JieBalMs TOYKH J B COKpalICHHSIX
CHHYCOBOI'O PUTMA.

2.5.2.1.1. Dnuoemuonozus.

PacnpoctpanéHHocTh 3a0o0sieBaHusl B OOIIEH TMOMYJISIUM B HACTOSIIEE
BpeMmsi HeusBecTHa. CyIlIeCTBEHHO 4Yallle OHO BcTpedaercss B crpaHax FOro-
Bocrounoit A3zun (Asmarcko-TuxookeaHCKui PETHOH), rae ero
pacnpoctpanénnocth jgocturaetr 0,5-1:1000. Cungpom bpyraga (Brugada
Syndrome, BrS) BbisiBIseTcs y nul, HE UMEIOMUX MPU3HAKOB OPraHHUYECKOTO
3a0oneBaHus cepira, y My>K4uH BcrpedaeTcss B 8—10 pa3 gaie, 4em y KCHIIHH,
YTO, TPEANOIOKUTEIHLHO, OOYCIOBJICHO OOJNBIIEH CHIONW KpPaTKOBPEMEHHOTO
BBIXOJISIIIIETO TOKa HMOHOB Kaius I, (OAHOTO M3 TOKOB, YYacTBYIOIIMX B
dbopMHUpOBaHUM CUHAPOMA) H JEHCTBHEM OoJieeé BBICOKMX KOHIIGHTpAIUit
TE€CTOCTEpPOHaA.
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2.5.2.1.2. Dmuonocus.

CunapoMm bpyraga BBI3bIBAIOT TEHETHYECKHE MYTAIMU, MNPUBOJSIINE K
YMEHBIIICHUIO CUJIbI BXOJAIUX HATPUEBOTO (Ina) U KamblineBoro (Icar) TOKOB win
YBEIIMUYEHUIO CUJIbI BBIXOASAIIUX KalueBbIX TOKOB (liof, Iks, Ik ATP).

2.5.2.2. Knaccupuxauus.

B nacrosiiiee Bpemsi u3BeCTHBI 12 reHeTHYeCKUX BapUaHTOB CUHIPOMA, OHU
npeacTaBiieHbl B Ta0id. 15. MonekynspHO-TeHEeTUYECKHE METO/Abl TO3BOJISIIOT
OOHapYXUTh MyTaluu NOPUOAU3UTEIBHO Y 1/3 OONBHBIX C SBHBIMU KIWHHUKO-
WHCTPYMEHTAJILHBIMU TPOSIBIICHUAMH CcHUHJIpoMa bpyraga, 4to ykas3blBaeT Ha

TCHCTHYCCKYIO TI'CTCPOICHHOCTD 3a00JIeBaHUsI Y IIO3BOJISIET [npcarojaraTb
OTKPBITHC 6OHI)I]_IOFO 4KCJIa HOBBIX, HC U3BCCTHBIX B HACTOAIICC BPCM:A MYTaI_[I/Iﬁ, B
Oynymem. Haubonee pacnpoctpanens wmytanuu reHa SCN5SA, KoTopbie
oOHapyx)uBatoT o4ty y 30% marueHToB.
Tabnuya 15. Monexynapro-eenemuueckue munvl cunopoma bpyeaoa
Tun MyTaHTHBII Komupyembiii Gesok HN3menenune
TeH HOHHBIX TOKOB
BrS1 SCN54 o-cyOBeIMHIIIa HATPUEeBOTO KaHana Navl.5 Cumxenue Ina
I'munepon-3-docdarnernaporenasa-mogoOHbIi
BrS2 GPDIL (hepMeHT, B3aMMOIeHCTBYIOIINI C HATPUEBBIMU Camxenue In,
KaHaJlaM{ U PEryJITUpYOMIHUH UX QYHKIHUO
BrS3 CACNAlc o-cyOBeIMHNUIIA KadblueBoro kanana L-tuma Cavl.2 Camxenue lcaL
BrS4 CACNB2b B-cy0beauHmIIa KATBIIMEBOrO KaHama L-Tuma Cumxenue lc, L
BrS5 SCNIB B1-cyObenuHuIIa HATPUEBOTO KaHaIa Cumxenne In,
BrS6 KCNE3 MiRP2 — B-cy0benunua kanmueBoro kanama Kv7.1 [oBeienue Iy ¢
BrS7 SCN3B B3-cyObenuHUIIa HATPHUEBOTO KaHAaIa Cumxenue Ina
Brs8 KCNJS o-cyOBeTMHIIA ATCD—SaB.I/ICI/IMI)IX KaJIuEeBbIX Tobimenue I arp
kaHaioB Kir6.1
BrS9 CACNA2D1 02/81-cyObpenuHnIa KanbHueBOro KaHana L-Tuma Camxenue IcaL
BrS10 KCND3 a-cyOBpenuHmIa KanneBoro kanana Kv4.3 [Moseimenue Ix; liof
Benok kieTo4Horo Aapa, peryTupyomuil OnocuHTe3
BrS11 MOGI 1 TPAHCTIOPTHUPOBKY 0-CYOBEINHHUI] HATPHUEBBIX Camxenue In,
KaHaJlOB
beinok, cBsA3aHHBIN ¢ CapKOIIa3MaTUYECKOU
BrS12 SLMAP MeMOpaHOH KapAHMOMHOIIMTOB, PETYIUPYIOIIUIT CHuxenue Ina

(byHKHI/IIO HATPUCBLIX KaHAJIOB

2.5.2.3. /InarnocTuka.

OcCHOBOIl AMarHOoCTMKM cuUHApoMa bpyramga sBiseTcs perucTpanus
NaTOTHOMOHHUYHBIX JaHHOMY 3a0oneBanuto m3meHeHuit cermenta ST na OKI' npu
OTCYTCTBHHM CTPYKTYpHOro 3a0o0JyieBaHUsl cepAla W JpPYTruX COCTOSHHUM, Ipu
KOTOPBIX MOTYT OBITh 3aperucTpupoBaHbl moaooHble u3MeHneHust DK (ykazaHsl
nanee). Ha ocHoBaHMM XapakTepa M3MEHEHHN KOHEUHOW YacTH KEJIYJJOYKOBOIO
koMmrIuiekca BoiessitoT Tpu DKI'-tumna penomena bpyrana (tabin. 16, puc 14).
Taoauya 16. DKI-munsi ¢penomena bpyeaoa

:‘)J'IEBZI[II/IH 110 TUITY 3.]1633111/15[ o TUNMYy «CIIUHKH CeIJIa»

HN3menenus DKI'

«cBoga» (Tum 1) Tun 2 Tun 3
OneBauus Touku J >2 MM >2 MM >2 MM
Bonua T OtpunarensHas [NonoxunrenbHas uian aByxdasnas [lonoxurenbHas

Koneunas yacte cermenTa ST ITocTeneHHoe CHIKEHHE OneBanusa >1 MM OneBanyst <1 Mm
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Ipumeuanue: 1 mm = 0,1 MB

e TN 2 ™mn3,

*

S
s AL Ty

V6 [ I LNl
BE |

500 ms
Puc. 34. OKI'-tunsl Cungpoma bpyraga. Ctpenkamu ykazana touka J. DneBanus
oonee 2 MM.

Peructpamuto OKI' cienyer Takke NpPOBOAWTH, pacmojiarasi 3JIEKTPOJbI
NpaBbIX MPEKOPAUANbHBIX OTBeAeHUU (V1—V2) BbIlIE CTaHJAPTHON MO3UIIUH,
BIUIOTh 10 Il mexpebeprsi. BriaBnenne marornomonmuHbix u3MeHeHuii DKI' B
OTUX MO3ULHUAX HMMEET TaKyK K€ IMarHOCTUYECKYH) 3HAYMMOCTb, KaK U INpH
CTaHJAPTHOM  PACIIOJIO)KEHUM  DJIEKTPOAOB. VI3MEHEHMsT KOHEYHOW 4YacTu
YKEJyJOYKOBOIO KOMIUIEKCA, XapaKTEPHbIE sl CMHIpoma bpyrana, MOryT uMeTh
npexonamuii xapakrep. [loatomy B Tex ciydasx, korga umeromuecs 3anucu JKI
HE HeCcyT B ce0e NpPHU3HAKOB, B TMOJHOM Mepe YKIAJbIBAIOIIUXCS B

AUArHOCTHYCCKHUEC KPUTCPpUU, HO CCTb OCHOBAHHUC IIPpCAIIOIaraTb HAJIUYHUC

CHHJpOMa bpyrana, 11eJIeCO00pa3HO IIPOBEJICHUE JUAarHOCTUYECKUX
IIPOBOKAITMOHHBIX ~ JIEKAPCTBEHHBIX TMPOO C UCIHOJIb30BAaHUEM OJIOKATOPOB
HATPHUEBBIX KAaHAJIOB, BBOAMMBIX BHYTPHUBEHHO, — aiiMaiinHa (B m03e 1 MI/Kr; B

Poccun wHe 3apermctpupoBaH) wiaM mnpokamHamuga (B moze 10 mr/kr),
MO3BOJIAIONIMX B YacTH CIy4aeB «OOHAXUTh» TMPU3HAKK HTOTO CHUHAPOMA.
dapMaKOJIOTHUECKHUE MPOBOKAIMOHHBIE MPOOBI JOJKHBI MPOBOAUTHCS OIBITHBIM
MEIUIMHCKUM TepcoHaioM 1mipu MouHutopupoBanun ODKI' OosbHOro U
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00s13aTeIbHOM BO3MOXXHOCTH OPTraHU3allMU pPEaHUMAIMOHHBIX MEpPOIPUATUI B
Cly4dae MHIYKIHMHU OMACHBIX JUISl KU3HU JKEIIYJOUYKOBBIX apUTMUN MOJ BIUSHUEM
BBOJIMMBIX TIPENapaToB.

B cooTBeTcTBMM € M3MEHEHHBIMU JTUATHOCTUYECKUMHU KPUTEPUAMH, IS
NIOCTAHOBKM JMarHo3a cuuapoma bpyraga HeoOxomuma peructpauus Ha OKI
CIIOHTAHHOW WJIM WHAYUHWPOBAHHOW JIEKAPCTBEHHBIMU Mpenaparamu 3JieBaluu
cermeHra ST 1o Tunmy «cBoma» (tum 1) XxoTrs Obl B OJHOM M3 MPaBBIX
npeKopauaibHbiX oTBeAeHU (Vi—V2) mOpu pacloiioOKeHHH 3JIEKTPOJIOB B
TUIIMYHOM MECTE WM ycTaHOBKe uX Bo Il mexpebepne.

MeTtoabl MOJIEKYJISIPHO-TEHETUYECKON AUArHOCTUKU TAKXKE UMEIOT 3HAaUEHUE
JUISl TUArHOCTUKHU 3a00JIeBaHUS, OJIHAKO TEHETHYECKHE MYTalUuh y OOJBHBIX
cunapoMoMm bpyraga ynaércs oOHapyxuTh numb npubauuteabHo B 30%
Cly4yaeB, IOITOMY OTPHULATENIbHBIA pe3yJbTaT T'€HETUYECKOrO aHalv3a He
MO3BOJIAET TMOJHOCTHIO MCKJIIOUUTH JMarHo3 cuHjapoma bpyraga. B ciyuae
oOHapyxeHHs y OOJBHOTO CHHAPOMOM bpyrajga TeHETHYeCKOW MyTaluu
NpPOBEJICHUE CKPUHUHTA, HANPaBJIEHHOIO Ha BBISBJIEHHUE HOTOH MYyTalluH,
PEKOMEHIOBAaHO BCEM OJIU3KUM POJICTBEHHUKAM, JaX€ MPU OTCYTCTBUU y HUX
XapakTepHbIX ATOMY 3abosneBanuto uamMenenunit OKI'. [IpoBegenue MosekyspHO-
FeHEeTUYECKUX HcciieqoBanui nunam, uMmerommM OKI'-u3menenus 2 u 3 THIIOB,
IpU OTCYTCTBHUM Yy HHUX KJIMHUYECKUX NPOSIBICHUNA cuHApoMa bpyraga u
orsaroménHoro no BCC cemellHOro aHamHe3a B HACTOSILIEE BpEMS HE
PEKOMEHOBAHO.

2.5.2.4. ludppepeHnuanbHast JUATHOCTHKA.

Cunnpom bpyrana crnenyer auddepeHurpoBaTh OT IPYTUX BO3MOXKHBIX
NPUYUH CHHKOMNAJIbHBIX COCTOSIHUM, YUWUTHIBAsI OTHOCUTEIBHO MOJIOAOW BO3pacCT
OOJBHBIX, MIPEKE BCETO, OT MHIJICIICUN U Ba30-BaralbHBIX OOMOPOKOB, a TAKXKE OT
JIPYTUX BPOKAEHHBIX KETyA0UYKOBBIX HAPYIICHUN pUTMa cepla.

HeoOxomumo Taxke OTMETHTb, YTO CXOXHE€ C cuHApomoM bpyrana
u3MeHeHus: DKI' MOryT ObITh BBISIBICHBI MpPHU IEJIOM psA€ MNaTOJIOTMYECKUX
coctosiHui. [Ipnunnamu «Opyranonogo0Hsix» namMeHeHuit KI° MOTyT OBITh:
aTUNU4Has 0J0Kaja MpaBoi HOXKKMU Mydka ['uca;
runepTpodus JEBOTO KEIyA0UKa;

(eHOMEH paHHEW penoIApU3aIM KEIy10YKOB;

OCTpPBIN KOPOHAPHBIN CUHIPOM;

aHEeBpHU3Ma JIEBOIO JKEIyJ0UKa;

creHokapaus lIpuHnmeraina;

OCTpPBIN IIEPUKAP/INT;

reMONEPUKAP/;

TpoMO0IMOOIHS TETOYHON apTEPUH;

pacciianBaroniasi aHeBpu3Ma aopThl;

AJIEKTPOUTHBIE HAPYIIEHUSI (TUIIEPKATUEMUS, TUTICPKAIBIIUEMHUS]);
TUIIOTEPMUS/TUTIEPTEPMUS;
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L4 ApUTMOICHHAA AUCILIA3HUA-KapJAUMOMHOIIATHUA ITPABOIo KEIyJO04YKa,

o MeXaHU4eCKasi KOMIIPECCHUsI BBIHOCSIIIETO TPaKTa MPaBoOro >Keay104Ka
(HanmpuMep, OIyX0JIb OPTraHOB CPEIOCTEHUS);

o nepeao3upoBKa TPUIIMKINYECKUX aHTUIEIIPECCAHTOB;

o KOKanHOBasi MTHTOKCUKAIHS,

o pasnuyHbie 3a001€BaHUs IEHTPAIbHOW U BET€TaTUBHON HEPBHOM

CUCTEMBI (CyOapaxHOUAATbHOE KPOBOU3IUSHUE; TeMOPPArudeCcKuii HHCYJIbT;
atakcus Opuapuxa);

° MblmeyHas guctpodus romena—bexkepa.
2.5.2.5. Jleuenue.
2.5.2.5.1. Obwue pexomenoayuu.

Bce OonbHbie cungpomoMm bpyraga JoJDKHBI MOJAYYUTh MOAPOOHYIO
uH(OpMAITHIO 0 CBOEM 3a00JIEBaHNH, €T0 HACIEACTBEHHOM XapaKTepe, M KOMIUIEKC
00IIMX peKoMeHAaIui, HarpaBJIeHHbIX Ha MuHuMH3anuio pucka BCC. ITockomabky
JUXOPAJI0YHBIE COCTOSIHUS CIIOCOOCTBYIOT BO3HUKHOBEHHUIO OMACHBIX JUIS JKU3HU
HapyLIEHUH pUTMa cepjlia, BceM OO0NbHBIM CUHAPOMOM bpyrajga pekoMeHaI0BaHO
HE3aMEJINTEIbHOE MPUMEHEHHUE >KAPOIMOHMKAIOIINX CPEJICTB MPU IMOBBIIIEHUN
TemriepaTypbl. Takxke peKOMEHJIOBaHO u30eraTb HK30T€HHON T'HUIEPTEPMUU
(HanpuMep, OCEIIEHUS MTapHBIX).

[Tanpentam ¢ cunapomom bpyrama cinenyer wu3berarb npuéma
IIOTEHIIMAJIbHO apPUTMOTECHHBIX JICKAPCTBEHHBIX NIPEINApPaTOB, NPEICTABICHHBIX B
tabmn. 17. IlocTossHHO OOHOBISIEMBI TEPEYCHb OTUX NPEMApaTOB  TaKKe
npejcTaBiieH Ha caifte http://brugadadrugs.org.

Taonuua 17. Ilepeuenv nekapcmeeHHblX Npenapamos, NPOMuUEONOKA3AHHBIX
bonvHbIM cuHOpomom Bpyzada

[Ipenapan,l, NMPUMEHCHUE KOTOPBIX

Knacce nekapcTBeHHBIX
NPOTHBOMOKA3aHO (0TMEYeHA

HpenapaTLI, NPUMECHEHUS KOTOPLIX

npenapaTron JKeJIaTeJIbHO N30eraTh
APUTMOTEeHHOCTh)
AlimanuH;
AMHOJapOH;
(hnexanHUT,
IMOEH30JINH;
TUTUCUKANHT;
AHTHapUTMHUYECKHE JIN30TINPAMUT;
MIPOKaNHAMUT, n
MIpernaparsl: JTUIOKanH";
npomnadeHoH;
« MIPONPAHOJION;
AJUTalIMHUH ™,
" BepanamMmuI
STallUu3UH
KapbamazenuH;
IHaMEMa3HH;
AMUTPUNITHIINH; JIOCYJICTIUH;
KJIIOMHUTIPAMUH; JTIOKCETINH;
JIe3UTIPaAMUH; ¢yokceTuH;
TpernapaTsl JIUTHS, JTyBOKCAMUH;
[IcuxoTrpornHele npenapaTsl penap ’ Py ’
JIOKCAITHH; MMUIPAMUH;
HOPTPUITHIINH; MamnpOTHIINH;
OKCKapOa3enuH MapOKCETHH;
TpudTopIiepasuH npedeHasuH;
(dheHuTONH;
TUOPUIA3UH
bynuBakaus; Keramum;
AHECTETHKH U aHAJIbICTHKH
IIPOKAMH; Tpamanon
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nporoh o

JemenruapuHar;
AeTHIIX0JINH; JudeHruipaMus;
JpyrHe npenapats: aJIKOTOJTb (TOKCI/I‘{T-ILIG JIO3bI); 3z[pod)0HI/H71§
KOKauH; WHIATIaMHU];
SPrOHOBHH METOKJIOTIPAMU/I,;
depdenanun/bexcodenaaux
lpumeyanus:
* — JaHHBIC Tperaparhl OTCYTCTBYIOT B IepevHE Ha caiite http://brugadadrugs.org, omHaKO OHHM BKJIIOYCHBI B
MepevYeHb Ha OCHOBAaHUU MX OCHOBHOTO MEXaHU3Ma JIeHCTBHS — OJOKUPOBAHSI HATPUEBBIX KAHAJIOB;
A — IpUMEHCHHE JUIOKaMHAa B Ka4eCTBE MECTHOIO AaHECTCTHUKA IIPEJCTABIISACTCS OE30MacHBIM, OCOOCHHO MpH

HCIIOJIb30BAHUHU HEOOIBIINX J03 mpenapara B COUCTAaHNN C aApCHAJITMHOM

2.5.2.5.2. Umnaanmayus kapouosepmepa-oepuopuiiamopa.

NmrnnanTanus kapavoseprepa-nepulOpuiaropa sSBIsSETCS €IMHCTBEHHBIM
METOJOM, IO3BOJIAIOUIMM CTaTUCTUYECKH JOCTOBEPHO yMeHbIINTh puck BCC
O6onpHBIX cuHApoMOoM bpyrama. MmmnanTamus kapauoBeprepa-aepuopuusiTopa
MoKa3aHa MalueHTaM, MEPEKUBIIAM BCC, OOJILHBIM, UMEIOLIUM
JOKYMEHTHUPOBaHHbIE ycTOoMuMBbIe apokcu3Msl JKT mmm sanuzonsr OXK, a Takxke B
clydae KIMHUYECKUX TMPOSBICHUN, Hanboiee BEPOATHO, OOYCIOBICHHBIX
BO3HUKHOBEHUEM OMACHBIX ISl dKU3HU APUTMU.

NmrnmanTanus kapauoBepTepa-aeuOpmuiaTopa He TIOKa3aHa MaueHTaM C
OKI'-penomenom  bpyraga, He UMEWOIIUMM  KIMHUYECKUX  MPOSIBICHUUN
3a0oneBanus. B atom ciyuae ansa onenku pucka BCC 1 BO3MOXKHOTO BBISIBICHUS
O0ECCUMITOMHBIX JKEIYJIOYKOBBIX HapyLIEHUH pUTMA CcepAlla Leaecoo0pa3Ho
MPOBEJECHUE KOMIUIEKCA WHCTPYMEHTAIBHBIX HCCIEJOBAHMM, BKIIOYAKOLIETO
BHYTPHUCEPAECYHOE ANEKTPOYU3NOIOTHUECKOE UCCJIEJOBAHUE BoN).
HeB03MOKHOCTh MHIAYKIIHMH KETYIOYKOBBIX apUTMHUN B XOE 3TOr0 UCCIEAOBAHUS
yKa3bIBaeT Ha HU3KuM puck passurus BCC.

2.5.2.5.3. Meouxamenmo3stoe neuenue.

JlekapcTBeHHbIE Tpernaparsl, MOAABISAIOIINE TOK KAJIUEBBIA TOK I WM
aKTUBHpYIONME TOKH Ina UM Ica moOTEeHIMATBHO MOTYT OBITH 3(G(EKTUBHBI Y
00abHBIX cuHApoMoM bpyraga. Cuctmarnueckuil npuéM XWHHUIMHA (MpernapaT B
Poccun we 3apeructpupoBaH) pexoMenaoBad mnaunueHtam ¢ MKJ[ mpu yacTeix
peuuanBax  KEIYJOYKOBBIX  aputmuil. IlpumeHnenume 3TOoro  mpemnapara
1e1eco00pa3Ho U AJi MOJABJICHUS HAJKETyIOYKOBBIX APUTMHUN, €CIIM TaKOBbIE
UMeIoTCsl. XUHUAMH JOJDKEH Ha3HauaTbCcsl B TEX Ciyyasx, KOrja HMMETCs
IPOTHUBOIIOKA3aHUsl K UMIUIAHTALUU KapAuOBepTepa-AePpuOpUIsiTopa UM Korjaa
OOJIbHBIE KaTErOPUYECKU OTKA3bIBAIOTCS OT HMMIUIAHTAIIMM AITOTO YCTPOMCTBA.
Onucano >(dexTruBHOE MpUMEHEHUs1 u3oIpoTepeHona (mpenapar B Poccum He
3apEeruCTPUpPOBaH) sl  KYNUPOBAHUS  HENPEPHIBHO  PEHUAMBUPYIOIIMX
KEITYJJOUKOBBIX apUTMHM, MPUBOASIIMX K yacTtomy cpabarsiBanuio MKJ|
(«dMeKTpUYEeCKOMY IITOPMY») y OONBHBIX CHHAPOMOM bpyraza.

2.5.2.6. IlpopuaaxTuka.
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[IpodunakTuyeckre MEpONpPUATHS, PEKOMEHAYEMbIE OOJIbHBIM CHUHAPOMOM
Bpyraga, BkJIIOYalOT MOJIHOE UCKIIOYEHUE NpUEMa MNPOTUBOMOKA3aHHBIX UM
JIEKApCTBEHHBIX  MpenapatoB (cM. Tabin. 17), He3aMmMeIUTENbHBIN NpUéM
YKAPOTIOHIKAIOIIMX JIGKAPCTBEHHBIX MPENApaTOB MPHU MOBBIIICHUH TEMIIEPATYPHI,
a TaK)Ke 0TKa3 OT MOCEIIeHUsI OaHU, CAyHBI U IPYTUX MapHBIX.

[Tockonbky cunapom bpyraga — HacieacTBeHHOE 3a00JiIeBaHKe, MTEPBLIM U
CMHCTBEHHBIM TMpOsiBJIeHMEM KoToporo MmoxeT Obith BCC, Heob6xoaumo
oOcneoBaHue BceX OJM3KUX POACTBEHHUKOB OOJBHOTO, a TaKXKe MPOBEJICHUE
CEJIEKTUBHOI'O MOJIEKYJISIPHO-T€HETUUECKOTO CKPUHUHTA, B Cllyyae OOHAPY>KEHUS Y
001pHOTO CHHAPOMOM bpyraja reHeTnueckoi MyTaIuu.

2.5.2.7. lucnancepHoe Ha0II0eHUE.

Bce GonbHble cunapoMoM bpyraga JoyKHBI HAXOJUTHCS O] MOCTOSTHHBIM
HAOJIIOICHUEM KapAHOJIora B CHEUUATU3UPYIOUIMXCS HA JICYEHUH BPOXKIAEHHBIX
YK€y JOYKOBBIX aPUTMHAN MEAULMHCKUX LIEHTPaX.

[Tammenter ¢ UK/ nO/KHBI NPOXOAWTH PETYISPHBIA TEIEMETPUYECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOTO  YCTPOMCTBA C  PEKOMEHJIOBAHHOM UM
NEPUOANYHOCTHIO (HO HE PEKE OJTHOTO pasa B rof).

2.5.3. Kamexonamun-zagucuman noaumopnas ceanyoouKkosas
maxukapous.

2.5.3.1. Beenenmue.

Karexomnamun-3aBucumas noaumopduas XXT (Catecholaminergic ventricular
tachycardia;, CPVT) — HacieactBeHHoe 3a0oJieBaHME, MPOSIBISIONIEECS
napokcuzMamu nonaumopduor wim nByHarnpasieHHo KT, Bo3HuMKaromumMu Ha
done ¢usznyeckoil HArpy3KHd HIM SMOIMOHAIBHOrO cTpecca (puc. 35), Hepeako
OPOTEKAIOIMMH  C  TOTeped  Cco3HaHuA. 3a0ojieBaHHE  XapaKTepHU3yeTcs
3JIOKAYECTBEHHBIM Te4eHWEM M BbICOKMM puckom BCC mnpum orcyrcrBun
aJIeKBaTHOTO JieyeHus. [lepBbie CUMIITOMBI MOTYT MPOSIBUTHCA B BO3pacTe OT 2 110
36 ner (B cpemnem, B 81er). B 30-33% cnydaeB B ceMeilHOM aHaMHE3e
BcTpeuatotest ciiydyau BCC B mnaaendectBe. Y 60% OOIBHBIX pa3BUBACTCS XOTS
Obl 01MH 0OMOpPOK B Bo3pacte 10 40 Jer.
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Puc. 35. DOnuzonpl KaTeXOJIaMHH-3aBHCHUMON TOJUMOPGHON  KEITyJOYKOBOI
taxukapauu u3 16 xommekcoB (A), 10 kommiekcoB (b), 11 xommiekcoB (C), ¢
4acTOTON 260-307 yn./muH, 3apEerucTpUPOBAHHBIE npu CYTOYHOM
MoHutopupoBanun OKI' mo Xonrepy BO BpeMs 3MOLMOHAIBHOTO CTpecca
(HampsKEHHBIN pa3roBop no tenedony) y 0oiabHOTO 36 JIET.

2.5.3.1.1. Dnuoemuonozus.

UctuaHas pacnpocTpaHEHHOCTh 3a0oJjieBaHUsA B OOIICH TMOMYJISIUN
HEU3BECTHA, MOCKOJIbKY BHE MpHUCTyna y 0osbHbIX HA DKI' OTCYyTCTBYIOT Kakue-

aubo cnenuduueckue usmeHeHust. [1o HeKOTOpBIM JTaHHBIM, OHA MOYKET JOCTUIATh
1:10 000.

2.5.3.1.2. DOmuonocus.

130



Karexonamun-3aBucumas nonumop¢uas KT sBnsercs HacieqCTBEHHBIM
3a00sieBaHUEM, OOYCIIOBJIEHHBIM HapYLIEHUSIMU BHYTPUKJIETOYHOTO OOMEHA HOHOB
Ca’" Bcencreue Myrtanuii renoB RyR2 u CASQ?2.

VY 30-35% OoapHbIX MyTauuu B reHax RyR2 u CASQ2 OTCyTCTBYIOT, UTO
yKa3bIBa€T HA T€HETUYECKYIO T€TEPOT€HHOCTh 3a00JIEBAHMS U TIO3BOJISIET 05KHUJIATh
oOHapy>KeHHE HOBBIX MYTAllMi, TPUBOASAIIUX K BOSHUKHOBEHMIO 3a00JE€BaHUs, B
nanbHeiimeM. Onucanel ciiydyad OOHapyXeHUsi y OOJIbHBIX KaTeXOJIaMHH-
3aBrucumoit nosumopduoit KT myraruit B renax KCNJ2, ANK2, TRDN u CALM1.

2.5.3.2. Knaccupuxauus.

OmnucaHbl 1Ba T€HETUYECKUX TUIA KaT€XOJAMUH-3aBUCUMOMN TOIUMOPQHOMA
KT (tabm. 18).

[TepBbrit Tunm 3a0oneBaHusi OOHapykuBalOT y 65% mnarmuentoB. bomnesnb
HACJIEAyeTCs 1O ayTOCOMHO-JOMUHAHTHOMY TPUHIUIY ©  OOyCIIOBJIECHA
MyTalUsSIMHU reHa paitHoguHoBOro perentopa (Ryanodine receptor — RyR2). OtoT
pELENTOp SBJISIETCS BHYTPUKIECTOUYHBIM KaJIbIIUEBBIM KaHAJIOM, PacIOJIOKEHHBIM
Ha MeMOpaHe capkoIia3MaTH4ecKkoro petukyiyma. Ero gedekr Beger K
HapyLIEHUIO KaJIbIMEBOIO TOMEOCTAa3d, YTO COIMPOBOXKAACTCS BO3HHUKHOBEHUEM
MO3/IHUX MOCTACNONSIpU3aluil, THUIMupytomux pazputue XKT.

Bropoii Tun karexonamun-3aBucumoit noaumopduoi XKT obHapyKuBaroT y
3-5% OonpHbIX. 3aboJeBaHHWE HACIEAYETCS [0 ayTOCOMHO-PELECCUBHOMY
OPUHIMIY U OOYCIOBJICHO MYTAlMSIMHU TI'€HAa, KOJIUPYIOUIETO KalbCEKBECTPUH
(calsequestrin — CASQ2) — 0enoK, WrPAIOMIMI PO OCHOBHOTO KAJIBIIHEBOTO
pe3epByapa B CapKOIIa3MaTUHYECKOM PETUKYJIYME KapAUOMHUOIIUTOB.

Taonuya 18.  Monekynapno-eenemuueckas — Kiaccuukayus — KamexoiamuH-
3ABUCUMOU HCETYOOUKOBOU MAXUKAPOUU

Tun I'en Koaupyemblii 6enok HacJuenoBanue PacnpocrpanénHocTts
CPVTI1 RyR2 PaitnHoauHOBBIN penentop AyTocomo- 65%
JIOMUHAHTHOE
CPVT2 CASQ2 Kanscexsectpun Ayrocomso- 3-5%

peneccuBHOE
Ipumeuanue: CPVT — xamexonamun-3asucumas ROTUMOPOHASL JHCeLyO0UKO8As MAXUKAPOUsL
(catecholaminergic polymorphic ventricular tachycardia)

2.5.3.3. /Inarnocruka.

[IpoBenenrie Harpy304HO NpoObI HA TPEAMHIIE WM BEJIOIPrOMETpPE
MO3BOJISIET MHAYLIUPOBATH MAPOKCU3M MOJTUMOP(PHOI KETyI0UKOBOM TaXuUKapIuu
y MHOTHX OOJIbHBIX. [Ipr 3TOM XapakTepHO MOSIBICHHE U MOCTENEHHOE, M0 Mepe
HapacTaHus HArpy3KH, YBEJIMYEHUE >KEIYJOYKOBOM SKTONMMYECKOW AKTUBHOCTHU
BILJIOTH JI0 MHAYKIMHU ycToiunBoro napokcusma KT unm cepun «mpobexex» KT.
B HEKOTOpBIX ciaydasx TpW HEBO3MOKHOCTH MPOBEACHUS MPOOBI C (PU3HUECKOU
HArpy3KOW TPUMEHSIOT (apMaKOJIOTHYSCKAE TPOBOKAIMOHHBIE TMPOOBI ¢
aIpEHAIMHOM WA HW30IPOTEPEHOJOM. bBOJBHBIM  KaTEX0JI0AMUH-3aBUCUMOM
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nosimMmopdHoit KT xapakrepHa TakKe MHIYKLUS CYyIPaBEHTPUKYIISIPHBIX ApUTMUN
Ha (OHE aKTUBAIMH AIPEHEPTUUCCKUX BIUSHUN.

BaxxHyio ponp B JUMAarHoCTUKE 3a00J€BaHUS MOXET UIpaTh JJIMTEIbHOE
MoHutopupoanue IKI' ¢ TOMOIIBI0 TEPEHOCHBIX YCTPOUCTB U UMILJIAHTUPYEMBIX
NIETJIEBBIX PETUCTPATOPOB.

Bnytpucepneunoe 9®OU npu karexonamuH-3aBUcUMOr nosumopduoi KT
00BIYHO HEMH(POPMATUBHO.

MonekyasipHO-T€HETUYECKUE METOAbI UTPAIOT BAXKHYIO POJIb B JUATHOCTHKE
3a0oseBaHui. AHanu3bl Ha OOHapykeHHe MmyTtanuid B reHax RyR2 u CASQ2
PEKOMEHIOBaHbI BCEM OOJIbHBIM KaTexojamuH-3aBucumoi mojaumopduoii KT u
naryeHTaM, KIMHUYECKUE TTPOSBICHHS KOTOPHIX C OOJBIION BEPOSITHOCTHIO MOTYT
OBITH OOYCIIOBIIEHBI ATUM 3a00JIEBAaHHEM, OCOOCHHO MPHU OTATOIMIEHHOM CEMEHHOM
anamHese. B ciiyyae oOHapykeHus! y 00JbHOTO MaTOTHOMOHUYHON I'€HETUYECKON
MyTallid MPOBEACHUE CKPUHUHIA, HAMPABJICHHOTO HA BBISIBIICHHE ITOW MyTalluu,
PEKOMEHI0BAaHO BCEM OJM3KUM POJCTBEHHUKAM, JaXKE€ MPU OTCYTCTBUM y HHX
KJIIMHUYECKUX TPOSBICHUN 3a001€BaHUs.

2.5.3.4. lu¢ppepeHnuanbHast JUATHOCTHKA.

Karexonamun-3aBucumyto nonumopdnyto KT crienyer auddepeHuupoBarsb
OT JpYrMX BO3MOXHBIX IIPUYHH CHUHKONAJIBHBIX COCTOSHHMM, YYHTBIBas
OTHOCHUTEJILHO MOJIOZIOW BO3pacT OOJIbHBIX, MPEXK/IE BCEro, OT AMMUICIICUU U Ba30-
BarajlbHbIX OOMOpPOKOB, a TaKXe OT JPYIMX BPOXAEHHBIX JKEIYJOUYKOBBIX
HapyUIEHUN pUTMA CEPALA.

2.5.3.5. Jleuenne.
2.5.3.5.1. Obwue pexomenoayuu.

bonpubie kaTexomamuH-3aBucuMmon monuMopdHo KT momkHBI OBITH
uHGOPMUPOBaHBI 00 OMACHOCTH M HACIEACTBEHHOM XapaKTepe CBOEro
3a0osneBaHus. Bce manuMeHTbl JOJDKHBI NOJY4YHTh OOIIME PEKOMEHJAluu
IPEKPATUTh 3aHATHS NPO(PECCHOHATBHBIM CIIOPTOM U M30€raTth NPOBOLUPYIOIINX
KEJITYJJOUKOBBIE apUTMUU (PU3UUYECKUX HATPY30K U HIMOLIMOHAIBLHOTO CTpecca.

2.5.3.5.2. MeouxamenmosHoe neuenue.

MenukaMeHTO3Hass Tepamus SBIACTCS OCHOBOW  JICYCHHS JaHHOTO
3a0oneBanus. Bcem 0OJIbHBIM MOKa3aH MOCTOSHHBIA IPUEM [-aApeHO00I0KaTOPOB,
HE O00JIaJalolMX BHYTPEHHEH CHUMIIATOMUMETHYECKOW aKTUBHOCTHIO. Jlis
OPEeayNnpexXaAeHUsT PEUUIUBOB apUTMHUU OOBIYHO TpeOyroTcs OoJblIue J03bI
penaparoB, MOAOOP KOTOPHIX JODKEH OCYHIECTBISATHCS WHAUBHAyadbHO. Jlis
OIICHKH 3(P(GEKTUBHOCTH IPOBOJUMOIO JICUCHHUS I11€J1ecCO00pa3Hbl TMOBTOPHBIC
MPOBOKAIIMOHHBIE TMPoObI ¢ ¢usuueckoil Harpy3kod. Ha »sddexTuBHOCTH
MIPOBOJIUMOTO  JICYCHHS] YKa3bIBa€T HEBO3MOXKHOCTh IMOBTOPHOW WHIYKIIUU
napokcnsMoB KT u  JOpyrux mnOposBIEHUM JKEIyJOYKOBOM OKTONMUYECKOU
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aKTUBHOCTHU BBICOKMX Tpamaumii (mapHoit XKD, >xeayqouykoBoil OWUreMuHUM U
«tpobexex» KT).

Henocrarounass mnpuBepKEHHOCTh NAUUMEHTOB K TEpamuu  SBIAETCS
OCHOBHOM MpuyuHON penuauBoB napokcu3zMoB JKT. Bce O6onbHbBIE TOKHBI OBITH
uH(pOpMUpPOBaHBl 00 OMAacHOCTH  PE3KOro  MPEKpalleHus  Je4eHus  [3-
aJipeHO0JIOKaTOpaMH B CBSI3M C BBICOKMM PHUCKOM BO3HUKHOBEHHMS OINMACHBIX JIJIS
KU3HU apUTMUHN Ha (POHE CUHAPOMA OTMEHBI.

NmeroTcst orpaHuveHHble JaHHbe 00 3¢h(EKTUBHOCTH Bepamamuia Hu
¢nexaununa (B Poccum He 3apeructpupoBaH) B npoduIaKTUKE PELUIMBOB 3TON
dopmbr XKT. JlanHble mpemapaThl MOTYT OBITh HMCIOJIB30BAHBI COBMECTHO C [-
aJipeHo0IOKaTOpaMi B CIydasx HEAOCTaTOYHOW S(PPEKTUBHOCTU TMOCIECIHHUX,
0JIHAKO UX Ha3HaueHue TpeOyeT OOBIIO0NH OCTOPOKHOCTH.

2.5.3.5.3. Umnaanmayus xapouosepmepa-oedhpubpuiiamopa.

Wmmantanus  kapAauoBepTepa-aeguoOpmisTopa mokazaHa OONBHBIM, Y
KoTOphIx mapokcu3mbl JKT mpomomkaioT penuauBupoBath Ha (poHe yeueHus [3-
aApeHo0JoKaTopaMy, a TakkKe OOJIbHbIM  KaTexojiamuH-3aBucuMon KT,
nepexxuBiMM  ocTaHoBKy cepauna (BCC). B ciywae ecnu OOJbHON Mepexui
OCTAaHOBKY CepjJlla JI0 Ha3HaueHus eMmy [-aJpeHOo0JIOKaTOpOB, YUYWTHIBas
3JI0KAYECTBEHHOE  TEueHHWe  3a00JieBaHMs, PEKOMEHIOBaHa  HMMILIAHTAIUS
KapauoBepTepa-aepuOpuIssTOpa U Ha3HAYCHHE MEJIMKAMEHTO3HOro JieueHus. Bee
OonbHBIC KaTexojJaMuH-3aBucuMOi nosmmmopduoit KT ¢ MK/ qomkHbI mojry4aTh
MEIMKAaMEHTO3HYI0 Tepamuio B IMOJHOM o00béMe. Crenyer OTMETUThb, 4YTO
6one3nennbie paspsaasl UK/ mpoBorupyroT BEIOPOC KaTEXOIaMHUHOB, YTO MOKET
CrocoOCTBOBATh HEIIPEPBIBHOMY pEeUUIUBUPOBAHUIO XT, I03TOMY
1eJ1eCO000pa3HO MporpaMMUpOBaHue 0oJiee JUIMTEIbHBIX BPEMEHHBIX MHTEPBAJIOB
MEKy HAaHOCUMBIMH YCTPOMCTBOM Pa3psiIaMH.

2.5.3.5.4. JlesocmoponHsa welnas cumMnamuieckas OeHepsayusl.

[Tonmyuensl BecbMa  OTpaHMYCHHbIE W MpEIBApUTENbHbIE  JaHHBIE 00
3 (PEKTUBHOCTH JICBOCTOPOHHEHW IIEHHONW CHUMIIATUYECKOM JCHEpBALUU MpHU
KarexosiaMuH-3aBucuMoir nonumopdHoit XKT. Ilponeaypa uenecoodbpasna npu
HeJA0CTaTOYHOW 3¢ (PexkTuBHOCTH [-aapeHOOJOKATOPOB WM MpPU  HAIUYUU
IPOTUBONOKA3aHUM K MX HpUMeHeHuro. OTaanéHHble pe3yjbTaTbl NPUMEHEHUs
3TOr0 METO/Ia JICYEHUsI IIPU TAaHHOM 3a00JI€BaHUU [10KA HE MOTYUYEHBI.

2.5.3.6. IIpopuaaxkruka.

B nmemsx yMmenbmienuss pucka Bo3HMKHOBeHUs KT  mamumentam
PEKOMEHAYETCS TPEKPaTUTh 3aHATHS MPO(ECCHOHANBHBIM CIOPTOM U H30erarh
MPOBOIUPYIOIIUX  KEIYJOYKOBBIC  apUTMUU  (U3MYECKUX  HArpy30K U
AMOIMOHAIILHOTO CTpECCa.

ITockombky KaTeXO0JIAMUH-3aBUCHUMas noJIMMopgHas KT —
HACJIEJICTBEHHOE 3a00JieBaHUE, EPBLIM U €IMHCTBEHHBIM MPOSIBIEHUEM KOTOPOIO
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moxkeT ObiTh BCC, HeoOxomaumo oOcienoBaHHE BCeX OJIM3KUX POJICTBEHHUKOB
OONBHOTO, a TakXKe IPOBEJIECHUE CEIEKTUBHOTO MOJEKYJIIPHO-TEHETUYECKOTO
CKpUHHMHTA, B CiIy4ae OOHapyXeHHs y OOJBHOTO KaTeXxOoJaMHH-3aBUCHUMON
nosuMmopdHoit KT renernueckoit MyTaru.

2.5.3.7. lucnancepHoe HA0II0AeHUE.

Bce OonpHble KaTexosamuH-3aBucHMON TonmMopdHO KT  moimkHbBI
HaXOJUThCS noj MIOCTOSIHHBIM HA0JII0ICHUEM KapauoJora B
CIEHHAIN3UPYIOIIMXCS Ha JICYEHUH BPOKIEHHBIX HKEIYJIOYKOBBIX apUTMUI
MEINLMHCKUX LEHTPaXx.

[Tammenter ¢ MKJl noJKHBI MPOXOAUTH PETYJSPHBIA TEIEMETPUUYECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOIO  YCTPOMCTBA C  PEKOMEHJIOBAaHHOW UM
NEPUOANYHOCTHIO (HO HE PEXe OJTHOTO pasa B TOf).

2.5.4. Cunopom ykopouennozo unmepeana QT.
2.5.4.1. Beaenmue.

Cunapom ykopouerHoro uHTepBaia QT (Short QT Syndrome; ShortQTS)
SBIIIETCSI PEIKUM 3a00JIEBaHHEM, PACIIPOCTPAHEHHOCTh KOTOPOTO B TOMYJISIIUU B
Hacrosiiee BpeMsi Heu3BecTHa. CBs3pb ykopoueHHoro wuHTepBaia QT ¢
MapOKCU3MaMH MEPIATEIbHOU apUTMHUH U (PUOPUIUISIIMEH JKETYTOYKOB BIICPBBIC
ommcana [. Gussak B 2000 .

OCHOBHBIMM ~ KIIMHUYECKUMH TPOSBICHUSIMU  3a00J€BaHUS  SIBJISIOTCS
CUHKOIIAJbHBIC  COCTOSIHMS,  OOycloBieHHbIe  mapokcusmamu KT,  dro
COTIPOBOXKIAaeTCs TMOBBIIICHHBIM puckoM BCC, cimydyam KOTOpPOM ONHUCAHBI Y
OOJIBHBIX BCEX BO3PACTHBHIX rpymm. JlocTaTouyHO YacTo 3a00eBaHUE MPOSIBISICTCS
TaK)Ke MapOKCU3MaMH MEPIATeIbHON apUTMHUH.

HacnemoBanne ~ 3a0oneBaHMsi  OCYIISCTBISETCS MO ayTOCOMHO-
JIOMUHAHTHOMY THITY.

2.5.4.1.1. Dnuoemuonozus.
PacnpoctpanéHHOCTh 3a001€BaHMS B TIOMYJISIIIUN HEU3BECTHA.
2.5.4.1.2. Dmuonozus.

VYkopouenne wuntTepBasia QT BBI3BIBAIOT MyTallMM B TI€HaX KaJMEBBIX
KaHAaJIOB, MPUBOJAIINE K YCUJICHUIO TeHEPUPYEMbIX UMK TOKOB K, yKOpodeHuto
JUIATEIBHOCTH (a3bl pemospu3aliy MOTEHLIHada JCHCTBUS M yMEHBIIECHUIO
IPOJOJIKUTENBHOCTH pe(paKTEpHBIX MEPUOJ0B BO30YIUMBIX TKaHEH cepaua, 4To
COIIPOBOXKJIAETCS YMEHBIICHUEM JUTUHBI BOJIHBI BO30YKJICHHUS,
IIPEAPACTIOIIATAIOIIEM K BOSHUKHOBEHHUIO aPUTMUN 110 MEXAHU3MY re-entry.

2.5.4.2. Knaccupuxauus.
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Onucanbl 3 MOJEKYJIAPHO-TEHETUYECKUX THMAa cuHapoma (Tabm. 19).
JlanHple MyTanuu oOHapyxuBaOT Juiib y 20% OOJIBHBIX CHHIPOMOM
ykopoueHHOro uarepsaia QT.

Taonuya 19. Monexynapno-cenemuueckas Kaaccugpuxayusi cunopoma
yKopouenno2o unmepeana QT

Tun I'en Koaupyemplii 6enok Wsmenenue
HOHHOT0 TOKA

ShortQTS1 KCNH?2 a-cyObemHMIa KaaueBoro kanana Kvl1.1 Ycunenue Ik,
ShortQTS2 KCNQI o-cyOBenHIIa KaaueBoro kanama Kv7.1 VYceunenne Igs
ShortQTS3 KCNJ2 a-cyOBpenmHmna KanueBoro kanama Kir2.1 Vcunenne Iy

2.5.4.3. JluarHocTuka.

XapaktepHbiMu u3MeHeHusmu OKI' mpu HaHHOM CUHAPOME SIBISFOTCS
YMEHBIIICHUE  MpoAoDKUTelbHOCTH  uHTepBaioB  QT/QTc wu  BBICOKHMIA
cumMeTpuuHbld 3y0ery T B mpaBbIX NPEeKOPAHAIBHBIX OTBeneHusx (puc. 36)
OnuceIBalOT TaKKe MPOSIBICHUS OOpaTHOM YAaCTOTHOW 3aBUCUMOCTH BEJIMYMHBI
unteppasia QT — yKoOpodyeHHE 3TOro Mokaszareyisi NPU CHUXKEHHH YacTOThI
CEpACYHOr0 PUTMA.

aVF

Puc. 36. OKI' mnamueHta ¢ cuHIpOMOM YykKopoueHHoro wuHTepBaia QT.
Bricokoammmutyiabie cummeTtpuuanbie 3yornsl T B Vo—Va. QT =220 mc.

B Hacrosimee  BpeMs = OUMArHOCTHYECKM  3HAYMMOW  CUYMTAETCS
npogospkuTenbHocTh QTe <330 mc.

Jlnarno3 cunapoMa ykopoueHHoro unHrepsana QT Taxkke mpaBoMOYeH Ipu
nponomkuTenbHocTH QTc <360 mMc B Tex cinydasx, KOra BbIIBICHA FEHETUYECKas
MyTallysl, /WA CEeMEWHBIN aHamHe3 oTsroimieH ciaydyasmu BCC, w/unu cunapom
yKOpo4yeHHOro nHTepBajia QT ycTaHOBIEH y pOJACTBEHHUKOB OOJBHOTO, a TAKXKE Y
Tex jaul, Kotopele nepexuiu BCC mnpu OTCYTCTBUM y HHMX OPraHUYECKOro
NOpaXKEHUS cepALa.

[IpoBenenne DODU OGeccuMNTOMHBIM OOJBHBIM HMEET 3HAYEHUE B
crparudukanuu pucka BCC. Hccienoanue no3BosisieT NOATBEPIUTh YKOPOUCHUE
3¢bdeKTUBHBIX pedpaKkTepHBIX MEPHUOJIOB MUOKApJA MPEICEPAN U JKEIyI0YKOB,
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KoTopbIi 00b14HO cocTaBisieT 120—180 mc. Muaykuusa @K u OII npu nposenennn
O®U peructpupyercs rnpu 3ToM 3adoneBanuu B 90% ciryqaes.

B Hacrosimee BpemMsi pyTMHHOE NPOBENECHUE MOJEKYJISIPHO-TEHETUYECKHUX
UCCIIENOBAHMM  JUI1  AMArHOCTUKM  3a00J€BaHUSl  HE  PEKOMEH]IOBAHO.
IlenecooOpasHO ~ NPOBENEHHE  CEJIEKTHBHBIX  MOJIEKYJISIPHO-T€HETUYECKUX
UCCIIEJOBAaHUM OJIM3KUX POACTBEHHUKOB OOJBHOTO NpU OOHAPYXKEHUH y HEro
aTOrHOMOHUYHOH TaHHOMY 3a00JI€EBAaHUIO MYyTallUU.

2.5.4.4. IuppepeHunaibHas TMATHOCTHKA.

Cunnpom ykopouenHoro untepBaia QT cnexgyer muddepenuupoBaTh OT
JPYTUX BO3MOXHBIX MPUYUH CUHKOIMAJIBHBIX COCTOSHUI, YUUTHIBAsE OTHOCUTEIIHHO
MOJIOZION BO3pacT OOJBHBIX, MPEXKIE BCETO, OT DJMHIJICIICUM M Ba30-BarajbHBIX
00OMOPOKOB, a TaKXe OT JAPYTHX BPOKIAEHHBIX JKEIyTOYKOBBIX HAPYIICHUA pPUTMA

cepaua.

2.5.4.5. Jleuenne.

B memasx mpodummaktukm  BCC ~ pekoMeHIOBaHAa  MMIUIAHTAIIHS
KapJuoBepTepa-a1euOpuiIsiTopa BCEM  OOJIBHBIM, TEPEKUBIIUM OCTAHOBKY
cepAlla, a TakXKe MaluMeHTaM ¢ JIOKYMEHTHpoBaHHbIMU Tapokcuzmamu KT.
Nmmiantarus kapauoBeprepa-aehuOpuiuisiTopa MOKeET ObITh 1eiecoo0pa3Ha Mpu
ceMeiiHOM aHamHe3e, oTsroménHoM ciydasmMu BCC. Ilpu BbIOOpE ycTpoiicTBa
NPEANOYTEHUE CIEAYET OTAABATh alraparaMm C JONOJHUTEIbHBIMU AJITOPUTMaMU
JUCKPUMHUHALIMM BO H30€kKaHUE T.H. «HEMOTMBHPOBAaHHBIX» pa3psaoB HNKJ]
BCJICJICTBUE OIIMOOYHOTO BOCIHPHUATHS UM BBICOKOAMIUIMTYJHOW T-BONHBI Kak
BOJIHBI R.

B cnyuae uacteix peuumuBoB XT m ®XK y 6ompubix ¢ UKJl BO3MOKHO
UCIIOJIb30BaHuE MpenaparoB, yanuHstomux narepsan QT — xunununa (B Poccun
HE 3apEruCTPUPOBAH) U COTANOJA.

2.5.4.6. IIpodpunakruka.

Komrimiekce nmpodpumakTHIecKux MEpONPUATUHN TIPU TaHHOM 3a00JICBAaHUH HE
pazpaboraH.

[Tockonbky cuHAPOM YKOpoudeHHOro uHTepBasia QT — HacieACTBEHHOE
3a00JeBaHNe, TIEPBBIM U E€AUHCTBEHHBIM IMPOSBICHUEM KOTOPOTO MOXET OBITh
BCC, HeoOGxomumo o06ciieloBaHME BCEX OJIM3KUX POJICTBEHHUKOB OOJIBHOTO, a
TaKXK€ TPOBEJICHUE CEJIEKTUBHOIO MOJICKYJISPHO-T€HETUYECKOr0 CKPUHUHIA, B
ciaydae OOHapykeHusi y OOJBbHOIO CHHAPOMOM YyKOpoueHHoro uHTepBaia QT
F€HETUYECKOW MYyTaIlUH.

2.5.4.7. lucnancepHoe Ha0I10eHUE.

Bce OonpHbie cuHApOMOM yKOpoueHHOTO wuHTepBaia QT  JOMKHBI
HaXOJUThCS oJ MOCTOSTHHBIM HaAOJII0ICHUEM KapIHoJora B
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CIEIMAIN3UPYIOIUXCS HA JICYEHUH BPOXKIEHHBIX JKEIYJOYKOBBIX apUTMUU
MEIUIUHCKUAX LICHTpax.

[MTammente ¢ UK/ nOMKHBI NPOXOAWTH PETYJSPHBIA TEIEMETPUUECKUN
KOHTPOJIb ~ MMIUIAHTUPOBAHHOI'O  YCTPOMCTBA C  PEKOMEHJOBAaHHOW UM
NEPUOANYHOCTHIO (HO HE PEXKE OJTHOTO pasa B rof).

2.5.5. Apummoczennasa - OucniIa3uUA—KAPOUOMUONRAMUA  NPABO20
JHceyo0ouKa.

2.5.5.1. Beenenue.

ANIDK — reHeTHMYecKu JAETEPMUHHUPOBAHHOE 3a00JIEBaHME CEp/lla,
KOTOPOMY XapakTepHO 3aMEIICHUE MHOKapAa MPEUMYLIECTBEHHO MPaBOro
xemynouka (ITK) >xupoBoit m coeguHuTENbHONW TKaHAMH. HawmbOosnee TummuHa
JOKAJIM3AlMUs TMAaTOJOTUYECKOTrO MPOILECCa B TaK HA3bIBAEMOM «TPEYTOJIbHUKE
JUCILIa3Un», BKIIOYAIOIIEM CYyOTpUKYCHUJAIbHBIE OTAENbl MPABOTO KEIyJA0uKa,
€ro BEPXYIIKYy W BbIHOCSIIMI TpakT. KnuHudecku 3a0osieBaHUE MPOSBISETCS
HapymeHusiMu putMma cepaua — KO u KT, conpoBOXIarOMIMMUCS BBICOKUM
puckom BCC y nun mononoro Bospacta (AJIDK sBnsercs oaHOW M3 BeaylIux
npuuuH BCC B Bo3pacte 1o 30 jner).

2.5.5.1.1. Dnuoemuonozus.

PacnpoctpanéHHocTh 3a001€BaHUs B OOIIEH MOIMYJISIIUA COCTABIISIET OKOJIO
1:2500-1:5000, mpu >TOM cleayeT OTMETHTh HEOJHOPOIHOCTh TeorpaduuecKoro
pacmpenenenus u OoJjiee BBICOKYIO 4dacToTy BbisiBieHus AJIIDK B HexkoTopbIx
perronax. 3aboieBaHrNEe HECKOJBKO Yallle BCTPEYAIOT Y MY)KUMH, YeM Y KEHIIUH
(cootHomenue 2,7:1).

2.5.5.1.2. Dmuonocus.

HacnenctBennas mpuposaa 3a00jaeBaHUs MOATBEPIKIACTCS MPUOIUZUTEITHHO
B 30% cnydaeB. XapakTepeH ayTOCOMHO-IOMUHAHTHBIA THUI HACJIEIOBAHUS, C
Pa3IMYHON MEHETPAHTHOCTHIO FTEHETUYECKUX MPU3HAKOB.

Haubonee uvactro ©Oone3np oOycClOBJIEHa  MyTallMsIMM B TI'€Hax
JECMOCOMaJIbHBIX OenkoB — 1akorjgobuna (JUP), necmoruiakuna (DSP),
miakopwuiuna-2 (PKP2), necmorneuna-2 (DSG2) m necmokomumHa-2 (DSC2).
Hapymienus J€CMOCOMAJTbHBIX KOHTaKTOB CHUKAET YCTOWYUBOCTH
KapJMOMHOILIUTOB K MEXaHUYECKUM BO3JIEUCTBUAM (COKpAIICHUE U PACTSIKEHUE) U
NOTEHIMpYyeT THOens KieTok. Mytanmus B rTene TMEM43, xoaupyroieM
TpancMeMOpanHbiid 6enok 43 (Transmembrane protein 43), KOTOPBIN y4acTBYET B
pPEryIsiliid TPAHCKPHIIMK JPYTUX TEHOB W OPTraHU3allid MPOCTPAHCTBEHHOU
CTPYKTYpBI KJIETOYHOIO si/ipa, O00JIaJaeT OYEeHb BBICOKOH IEHETPAHTHOCTHIO,
IPOSABIISIETCSL  OBICTPO MPOrPECCUPYIOLIEH CEpAEYHOM HEOOCTATOYHOCTBIO U
CONPOBOXK/IAETC 04eHb BRICOKMM pruckom BCC.
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Onncansl ayTOCOMHO-peniecCuBHbIE TUIBI HacienoBanus AJ[IDK, koTopeim
XapakTEepHO COYETAHME  KAPAUOMHOIIATHM  C  IAJIBbMapHO-INIAHTAPHOU
KepaToJepMUEl U U3MEHEHUSIMU BOJIOC, KOTOPbIE TAK)Ke 00YCIIOBICHBI MyTal[UsIMU
IeHOB JlecMOocoMallbHbIX OeikoB. K HUM oTHocsaT Oone3Hbr Hakcoc u cunHapom
KapBampkana (mpu KOTOpOM B TATOJIOTMYECKHM MPOIECC BOBJICYEH JIEBBIN
KETy10YEK).

2.5.5.2. KnuHu4yecKkue NposiBJICHUA U KIacCUPUKALHA.

Knunnueckue mnposinenuss AJIIDK Moryt ObITh 00yCHOBIIEHBI Kak
HapyLUIEHUSIMU ~ pUTMa  Ccepilla, TaK W  MPOrpecCUpyroliell  cepiaeqyHon

HEIO0CTATOYHOCTBIO. BI)II[GJ'I?IIOT CJ'IGI[YIOHH/IG BapI/IaHTI)I KIIMHNUYCCKOI'O TCUYCHUA
AJTITK:

o ckpoimoiil, 1pu  kKotopom BCC Moxker ObITh €IUHCTBEHHBIM
MIPOSIBJIICHUEM 3a00JICBaHMS,
o apummuyeckui, koropoMmy xapaktepHsl KO u KT, ucxoxpsmme u3

IIPaBOro XKelya04ka, ¢ Mopdonorueit komruiekcoB QRS o tumy Gi1okas! aeBoi
HOkKkHU mmyuka ['uca (BJIHIID);

o NPOABIAIOWUICS CePOeYHOU HeOOCMAmMOYHOCMbIO, TPEUMYIIECTBEHHO
MIPABOXKEITYTOYKOBOM, C HATUIMEM WIJIM OTCYTCTBHEM HAPYIIICHUIN pUTMa CepAIIa.

AIIDK — mporpeccupytomiee 3a0ojeBaHUE, B KIMHUYECKOM TEUYECHUU
KOTOPOTO BBIACISIOT CIEIYIONINE CTAAHH.

o Hauanvuas cyoxnunuueckas cmaousi, BO BpeMs KOTOPOW MPOSBICHUS
3a0051eBaHuUsI OTCYTCTBYIOT.

o Cmaodusi  «dneKkmpuyeckux» nposeieHuti, BO BpEeMs KOTOpOM
UMEIOIIMECS Y TAIMEHTOB CTPYKTYpPHBIC TMOPAXKEHHs e€me He MNPUBOMAT K
CHIDKCHUIO CHCTOJIMYECKOM (YyHKUMHM MHOKapAa, HO MOTYT CHOCOOCTBOBAThH
BO3HUKHOBEHUIO HapyleHni purMa cepana u BCC.

o Cmaous npasodceny0ouKo8ol HedOCMAamoyHoCmu Pa3BUBACTCS IO
Mepe mporpeccupoBaHus 3a00JeBaHus, TPU OOJbIIEM 00bEME 30HBI MOPAKEHUS
MHUOKap/a MpaBoro >Keiay/104Ka.

o Tepmunanvnas  cmaous,  TPOSBISIOWAsACS  OUBEHTPUKYJISIPHOM
HEJI0CTAaTOYHOCTHIO, CUMITOMBI KOTOPOH MOTYT OBITH IOJIHOCTHIO aHAJIOTWYHBI
JUITATAIIMOHHON KapMOMHOIIATHH.

2.5.5.3. /lnarnocruka.

Juarnoctuka AJIIDK gacto mpencraBiseT OONBIIYIO TPYJAHOCTh B CBS3HU C
BO3MOXHBIM OTCYTCTBHEM CHUMIITOMOB, OCOO€HHO Ha HAa4aJIbHOM 3Talle pa3BUTHUS
0one3Hu, U Hecienn(PUIHOCTHIO KIMHUYECKUX MposiBiaeHuid 3aboneBanus. AJIITDK
JUAarHOCTUPYIOT Ha OCHOBAaHWMU KOMIUIEKCHOW OLICHKHM KJIMHUYECKOM KAPTHHBI W
pe3yJIbTaTOB MHCTPYMEHTAIBHBIX M MOJIEKYJISIPHO-TEHETUYECKUX HCCIICIOBAHUM.
CoBpemennble auarHoctuyeckue kpurepun AJIIDK BKIIOYAIOT KOMIUIEKCHYIO
OLICHKY KJIMHUYECKOM KapTUHBI 3a00JIeBaHUSl W  PE3yJbTaTOB  METOJIOB
nabopatopHoil W MHCTpyMeHTanbHOM  aumarHoctuku  (OKI,  cyTouHoro
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MOHHUTOPUPOBAHHUS OKT 1o Xonrepy, MOJIEKYJISIPHO-TE€HETUYECKUX
UCCIICIOBAHMM,  3XOKapauorpauu, MarHUTHO-PE30HAHCHON  Tomorpaduu,
PEHTT€HOKOHTPACTHOM BEHTPUKYJIOrpapuu IIPaBOro KeTya0uKa U

SHJOMUOKapIuaibHOU Ouornicun). OHM npecTaBiaeHsl B Ta0. 20.
Jns mocranoBku mmarHo3a AJIIDK meoOxommMmo Hammume 2-X OONBIINX
KpUTEpUEB WM 1-r0 OONBIIOTO M 2-X MajbIX KPUTEPUEB WU 4-X MajbIX

KPUTEPHCB.
Tabauya 20.

ﬂuaeHocmuueCKue

Kpumepuu

KapOUoOMUONamuu npago2o HceayoouKa

apummo2eHHou

oucnias3uu-

I'pynna npuzHakoB

Bonabmue kpurepun

Magnsle KpuTepuu

CemMeiliHblii aHaMHeE3

Hannune ALK y OMu3KUX ®
poncreennukoB (I nuHUM)  npum
TIOJTBEPIKICHUN JIMarHosa B
COOTBETCTBUH c HBIHEITHUMU
KPHUTEPUSIMH;

Hammawme AIDK y OMM3KHUX ®

poactBennukoB (I

JIMHUHM)  TIpH

TOATBCPKACHUN JUArHo3a 110 JaHHBIM

naTroMop(OJIOrHIEeCKOr0 HCCIEIOBAHUS o

(post mortem Ha ayTONCHU WU
OuvomMarepuana,  IOJY4YEHHOTO  MpHU
MIPOBEJICHUU Kakoro-imdo

XUPYPIruieCKoro BMGHIaTeHI)CTBa).

Hanmnawme AIIDK y ONMU3KUX
poactBennukoB (I nuHWUM) — mpum
HEBO3MOXHOCTH MOITBEPXKAEHHUS 3TOTO
JINarHO3a B COOTBETCTBHUU C HBIHEIIHUMHU
JUArHOCTUYCCKUMU KPUTCPUIMMU,

BCC 6nuskoro poacrBennuka (I muHum)
B Bo3pacTte 10 35 1er, KoTopas Moria
6b1Th 00ycnoBiena AJIITK;
IMonTBepknEHHBIE B COOTBETCTBHU C

HBIHEIIHAUMH  KPUTEpHsSIMH WIH Ha
OCHOBAaHHMHM  I1aTOJOrOaHATOMHUYECKOIO
uccnenoBanuss  amarsos  AJIIDK vy

poacTBeHHUKOB I muHuN.

PesyabTaTsl BersiBiIeHHE y TalieHTa T€eHETUYECKON
reHeTHYeCKHX MYTaluH, CBsI3b KOTOPOH C pa3BUTHEM OT1cyTCTBYIOT
HCCJIe0BaAHMI AJIIDK nokazana
HeycroviunBass wmu  ycroiumBass KT,
. N HcXoAdIas u3 BeIHOCsIEro Tpakra DK
Heycroiuusas unu ycroiuusas XT ¢ JUILIA frero p ’
. mopgomorueir BJIHIIT u HanpaBieHnemM
Mopdooruei komrmiekcoB QRS mo tumy .
. JIIEKTPUYECKOM ocu BHU3
BroisiBieHHbIE BJIHIIT" u HanpaBieHUEeM IEKTPUUECKON

HapylUIeHUs1 pUTMa
cepaua

OCH BBCPX ()KeHyHO‘IKOBHﬁ KOMILJIICKC THIIa

QS B orBegenusix 11, 111, aVF u ¢
npeobnananueM 3yona R B oTBeneHIm
aVL).

(>xenymoYKOBBIA KOMIUIEKC THIa QS B
orBeneHnn aVL um c mpeoOnaganuem
3youa R B otBenmenmsx II, III, aVF) wmu
©€ HeM3BECTHBIM HAIIPABIICHUEM;

Bomee 500 XD B cyTkm 1o HIaHHBIM
XO0JITEPOBCKOTO MOHUTOPHPOBAHHH.

IKI'-npuznaku
HAPYIICHUS
JAeNnoIAPU3ALIN U
NMPOBOIUMOCTH
cepaua,
perucTpupyemble Ha
CHHYCOBOM pHTMe

DICHUIIOH-BOJTHA (BOCTIPOM3BOIUMBII
HU3KOAMIUTUTYAHBIH CUTHAII MEXKITY
oxoHuanueM QRS u Hauanom T B

MIPEKOpANAIbHBIX OTBEAECHUSX, Yalle Vi—V3

(puc. 37).

[lo3gHne TOTEHHHANBI  KEITYyHZOYKOB,
ompesieleHHbIe KaK MHHUMYM 110 1 u3 3
[1apaMeTpOB HAa CHUTHAJI-yCPEOHEHHOU
OKT', npu amutensHoctd QRS >110 mc
Ha ctannapTHoi OKT';
QunbTpupoBaHHas JuMTeNbHOCTE QRS
(fQRS) 2114 mc;

JnurensHOCTH HU3KOAMILTUTYIHOTO
curHana (<40 MmxB) KoHeuHOW dacTh
QRS >38 mc;

CpenHee  KBaIpaTUYHOE  BONBTaXKa
koHeuyHbIx 40 Mc QRS <20 MxB;
JIMTenpHOCTh  KOHEYHOM  aKTUMBaLUU
JKEJNYJOYKOB, M3MEPEHHOM OT HHU3LIEH
Touku 3yOua S nmo oxonuaHus QRS,
BKimovas R’ B orBeaenusix Vi—Vs >55 mc
1pu orcytersud nojHou BITHIIL

IKI'-npuznaxu
HAPYIICHUS
penojaspu3anum,
perucTpupyemble Ha

OtpurnatensHble 3yOons! T B mpaBBIX
rpyIHBIX oTBeneHIsIX (Vi—V3) ¢

BO3MOYKHBIM PacIpOCTpaHEHHEM Ha JpyTHe

I'PYAHBIC OTBEACHU Yy MALIMCHTOB CTApUIC

Ortpunarensubie 3yOusl T B OTBEACHUIX
V-V, y nauuenroB crapme 14 ner, He
nMmeromux mojHoi  BITHIIIT wmm B
oTBeIeHUAX V4, Vs UV,
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CHHYCOBOM pUTME

14 et npu otcyterBun nmomHow BITHIIT
(puc. 37) c yBenmu4eHHEM JITUTEIBHOCTH
QRS >120 mc.

WuBepcuss 3ybmoB T B oTBemeHHAX
Vi,V2,V3 u V4 y nanueHToB crapiue
14 net, nmeromux moaayto BITHIIT.

Hapymenust o01mei n

Ixokapanorpadpus

Hapymenuss nokanbHOH  COKpaTUMOCTH o

Hapymennst  okampHOW  COKPaTUMOCTH
muokapaa IDK (akuHe3ws, AMCKUHE3US)

muokapaa IDK (akuHe3us, TUCKUHE3WS) U
nn aHeBpusMa DK u onnH U3 cnemyrommx

OZIMH u3 CIIEIYIOIINX MIPU3HAKOB
MPU3HAKOB  (M3MEpPEeHHe B  KOHEYHYIO (H3MEPCHUE B KOHGUHYIO JIHACTONY):
JTHACTOIY): )

=  pa3mep BbIHOCsMIEro Tpakt [DK mo
[apacTepHAJILHON [UIMHHOM OCH
>32 MM (TIpH HOpMaJM3aLUH TI0
VIO  IMOBEPXHOCTU  Tena
>19 Mm/m?);

= pa3mep BbiHOcAWeEro tpakra DK
Mo KOpOTKOH ocu >36 MM (mpu
HOpMa/lM3alMid 10  IUIOUIAJH

= pa3mep BbIHOCsmIEro Tpakta I[DK
10 NapacTEpHAIbHOU JJIMHHOW OCHU
29-31 MM (mpu HOpPMaJM3aLKU IO
IJIOLAAN TMOBEPXHOCTH Tena 16—
18 Mm/m?);

= pasMmep BbIHOcsmEero Tpakra IDK
Mo KOpoTKoH ocu 32-35 MM (mpm
HOpMalu3alud 10  IUIOMIAax
HOBEPXHOCTH Tena 18-20 Mm/M?);

JOKANLHOH IOBEPXHOCTH Tea >21 Mm/m?); .

COKPATHMOCTH " TaHEMeTpHUEcKas E— IUTAHUMETPHYECKast . (bpakiys

muokapaa ITK no BriGpoca TDK <33%. BeIOpoca IDK 34-40%.

/IAHHBIM MaruuTHO-pe30HaHCHAs TOMOrpadus

BU3YaJIM3HPYIOIIHNX . .

METOTHK Hapymiennss nokanbHOW — cokpatuMocTd HapymieHus — JIOKaJbHOH — COKpaTuMOCTH
MHOKapAa (akuHe3Ws, IUCKUHE3Ws) WM MHUOKapAa (aKUHEe3us, MAUCKUHE3Us) WIN
acuaxpoHHoe cokpamienne IDK u onun u3  acunaxponHoe cokpamienue [DK u omun u3
CJICYIOIINX NTPU3HAKOB: CJIEYIOIINX MTPU3HAKOB:

®  COOTHOIIEHHE KOHEYHOTO ®  COOTHOIIEHHE KOHEYHOT'O
nuactonauueckoro pasmepa IDK k nuactoauueckoro pasmepa IDK k
IO  I[MOBEPXHOCTH  Tela IUIOIIAN TOBepXHOCTH Tena 100—
>110 m/M>  (MYXKYMHBI) MK 109 m/m?  (MyxumHBl) wWiH 90—
>100m11/M? (KEHIIMHEI); 99mi1/M? (KEHIIMHEI);
=  Opaknus Beiopoca IDK <40%. =  Opaknus Beiopoca IDK 41-45%.
PeHTreHo-KoHTpacTHasi BEeHTPUKYJIorpadust
Hapyienus j10kajbHOM COKpaTUMOCTH
muokapzaa DK (akunesnst, quCKuHE3Hs) -
niu anespusma [DK.
Octarounsie (residual) xapaumomuorutel Ocrtatouneie (residual) KapIHOMHOITUTEHI
coctaBaioT <60% or oOmero xKoiamdecTBa cocTaBisIOT 60—75% oT 00IIEro KOJIM4YeCTBa
Nanmbe KJIETOK Tpu MOP(OMETPHUECKOM aHalM3e KIETOK IPH MOPPOMETPUIESCKOM aHaH3e

IHAOMHOKAPANAILHOMI
ounoncun

(<50% mnpu moacuere) ¢ (HUOPO3HBIM
3aMelleHHeM MUOKap/a, IpH HAJIMYUK WK

(50-65% mnpu moxacuere) ¢ GUOPOIHBIM
3aMellleHneM MHOKap/a, MpU HaJUYUd HIIH

OTCYTCTBUHU KHPOBOTO 3aMEUICHUsI  OTCYTCTBHUH KUPOBOTO 3aMelLICHUs
MHOKapZa xoTss ©Obl B | Ouonrare MuoKapaa xots Obl B 1 Guonrate cBOOOAHON
cBoboaHoi crenku I[DK. crenku [1K.

Ipumeuanue: AJATIDK — aputmoreHnHas nuciuiazusi—KapauoMuonaTus rnpasoro skemynouka; BJIHIIIT — Gnokana

neBoit Hoxxku myuka ['nca; BITHIIT" — Gnokana npaBoit Hoxxku nyuka ['nca; KT — xenynoukoBast taxukapaus; KO
— KEJTyJIOUKOBast SKCTPACUCTOJIUS
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W/

Puc 37. OKI' 6onproro AJIIDK. Otpunarenbhusie 3yO1sl T B NpeKopauaibHBIX
orBeaeHUsAX Vi—Vs. CTpenkaMu yKa3aHbl SIICUIOH-BOJIHBI.

B cBs3u c BBICOKOM TIE€HETUYECKOW TIeTEpPOreHHOCThIO 3a00JieBaHUs U
pPa3JIMYHON IIEHETPAHTHOCTBIO TE€HOB, 3HAYEHHUE MOJIEKYJIAPHO-I€HETUYECKUX
METOJIOB MCCIE0BaHUSl B JAMArHOCTHUKE 3a00JIEBaHUS OTHOCUTEIBHO HEBEIIHKO,
IOCKOJIBKY JIMIIb Yy HEOOJBIIOr0o KOJUYECTBAa IAllMEHTOB YNAa&TCS BBIIBUTH
M3BECTHBIC HA CETOAHSAIIHUN JeHb MyTauuu. B ciydae oOHapyxeHHs y O0IBHOTO
AJIDK reHeTMYecKOol MyTalMHd IPOBEJACHHE CEJIEKTHBHOIO TI'€HETHUYECKOIrO
CKpPMHMHIA, HAIIPABJICHHOTO HA BBISBICHHUE 3TOW MyTalliH, PEKOMEHJIOBAaHO BCEM
ero OJIN3KUM POJICTBEHHUKAM.

2.5.5.4. [uppepeHunaabHast JTMATHOCTHKA.

B cnydae npeoOnamaHus — KIMHUYECKUX  MPOSIBIEHUM  CEplIeUHOU
Hegocrarounoctu, AJIIK cnenyer nuddepenunpoBaTh OT APYruX BPOKIEHHBIX
CTPYKTYPHBIX 3a00JIeBaHMI cepjlla M TMEepBUYHBIX 3a00JIeBaHUI MHOKapa
(BpOXAEHHBIX MOPOKOB cepjla, KapauomMuonaTtuil). B ciaydae BO3HUKHOBEHUS
KJIIMHAYECKUX MPOSIBICHUH B 0o0Jiee 3peiioM BO3pacTe BO3MOKHA HEOOXOJMMOCTb
uckioyeHus nuarnosa MbC.

ApuUTMUYECKUH ~ BapHaHT  KIMHUYECKOTO  TeueHus  3aboJieBaHMS,
MPOSIBIISIOIIUICS pEeUUIUBUPYIOIIUMU oOMoOpoKamu, HE0OXO0MMO
mudepeHIUpoBaTh OT IPYTUX BO3MOXKHBIX IPUUYWH CHH