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KuaroueBnle ciioBa

‘CunapoM yuinHeHHoro uHrepBaia QT
-ITomumopdHas xeny10uKoBast TAXUKAPIUST

- BHe3amHas cepacuHas CMEPTh



Cnucok cokpaimeHui

BCC — BHe3anHas cepieuHas cMEPTh

BOK — BHe3anHast ocTaHOBKa KPOBOOOPAIICHHUS

HK]I — uMmmaHTUPYEMBIN KapArnoBepTep-AehuOpUILIATOP
CYUQT — cunapom yasiuHeHHoro unrepsaina QT

CMOKIT - cyrouHOE MOHUTOPHUPOBAHKE AIEKTPOKAPIUOT pAMMBbI
OKI' — snekTpokaparorpaMmma

Ox0KI" — sxoxapauorpadus
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TepMHHBI U onIpeIeSIeHUs

Bue3annasi ocranoBka kpoBooOpamenusi (BOK) — BHe3anHast morepsi Co3HaHUs,
COIPOBOXKAAOIIASCA OCTAHOBKOM JbIXaHUs, OTCYTCTBHUEM CEPAECYHOU IEATEIBHOCTU U
apTepHaJIbHOTO J1aBJICHUS.

Bue3annas cepaeunas cmeptb (BCC) — HeHacHIIbCTBEHHAs CMEPTh BCIIEACTBUE CEPICUHOM
MATOJIOTUH, HACTYIHBINASL B TEYCHUE Yaca OT MaHU(ECTAIIUU OCTPHIX CUMIITOMOB, KOTOPOU

MNpeaAMICCTBYCT BHE3AIIHAA ITOTCPS CO3SHAHUA.
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1. Kparkasi ungopmanust

1.1 Onpeneaenue

Cunapom ynimnennoro uarepsaja QT - HaciencTBeHHOe 3a0051€BaHNE C BBICOKUM PUCKOM
BCC, xapakrepusyromumces ynnuaenuem uarepsaia QT na OKI', npucrynamu notepu
CO3HaHUs Ha (POHE AMHU300B KU3HEYTPOKAIOIIUX KETYIOUKOBBIX apUTMUiL, HanboJee yacTo —
HKEITYZJ0YKOBOM TaxMKapIuel TUIa «IUpy3T». B psne ciydaes, IEpBbIM NPOSBICHUEM CUHIPOMA
MoskeT ciryxutb BCC.

1.2 DTHOJ0ruSA U IATOreHEe3

Cunapom ymymmHeHHOTO HHTEpBaia QT 00ycioBiIeH MyTalusiMU B TeHaX, KOJUPYIOIUX anbda-
u OeTa-cyObeTMHUIIBI HOHHBIX KaHAJIOB MEMOpaHbl KapIMOMUOIIUTOB, a TAKXKE CIICU(PUIECKIE
OCJIKH, OCYIIECTBIISIIONINE BHYTPUKIECTOUHYIO PETYIISIIMI0O HOHHBIX TOKOB (Taodu. 1). Cpenu

T€HOTUIIMPOBAHHBIX OOJIBHBIX B MyTallMM B U3BECTHBIX reHaX BbIABIAIOT B 50-75% ciydaes [1,

2],

Ta6auna 1 - MonekynsipHO-TeHETUYECKUE BApUAHThI CUHIPOMA YJIMHEHHOro uHTepBana QT
[3,4,5]

I'en benox Kanan N3menenue | Bapumant |PacnpocTtpanen-
HOHHOTO TOKa
HOCTb
KCNQ1 KVLQT1 [MenieHHbIi Iks | LQT1 >50%
KaJINCBBII
KCNH2 HERG  |BwIcTpBIii KanueBblit Ikr | LQT2 35-40%
SCN5A Navl.5 [[lorenmnuan- Ina T LQT3 10-15%
BaBUCHUMBIN
HaTPUEBBIN
ANKB Ankyrin-B  [benok agantep Ina, Kk | LQT4 <1%
KCNE1 MinK MenaeHHBIN Iks | LQTS <5%
KaJINEBBII
KCNE2 MiRP1 bBICTpBIN KaJIMEBBIN Ikr | LQT6 <5%
KCNJ2 Kir2.1 IBxoasmii Ik1 | LQT7 <1%
KaJIMEBBII
CACNAI1C Cavl.2 IKanbIieBBIH lcaL T LQTS <1%
CAV3 Caveoline 3 | Ina T LQT9 <1%
SCN4B Nav4 Hatpuessiit Ina T LQT10 <1%
AKAP9 - Me 1IeHHBIH Iks | LQT11 <1%
KaJINCBBII
STNAL - IToTeHnamn- Ina T LQT12 <1%
BaBUCHUMBIH
HaTPUEBBII
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I'en benok Kanan N3menenue | Bapumant |PactmpocTtpanen-
HMOHHOTO TOKa
HOCTb
KCNJ5 GIRK-4 | IKr | LQT13 <1%
CALM1 |xambmomynuH |- - LQT14 <1%
CALM2 |kanbmomynuH |- - LQT15 <1%

Hapymenue ¢pyHKIMH HOH-CIeNN(PUYECKUX KaHAJIOB CEPACYHBIX KJIETOK U CTPYKTYphl OEIIKOB,
peryaupyromux ux GyHKIMOHUPOBAHUE IPUBOJIAT K I1aTOJOTHUECKOMY U3MEHEHHUIO CKOPOCTH
MOHHBIX TOKOB U YBEIMUYEHHIO POJOKUTENILHOCTH OTEHIIMANA AEUCTBUS, YTO HA
3JIEKTPOKApAUOTpaMMe oTpaxkaercs yuinHenrneM unrepsaia QT. BpoxxaeHHble MyTanuu
CHOCOOCTBYIOT JINOO MOJIHOH NMoTepe (PyHKIMH TOPaXKEHHOTO KaHaJla, TIN00 €€ CHUKEHHUIO.

VY nnunenue I1/] cioco6cTByeT BOSHUKHOBEHUIO MOANIOPOTOBBIX KOIeOaHUH NOTEHIIMAIOB B (haze
2 nnu 3, Tak Ha3bIBAEMOM, paHHEN MOCTAENOAPU3ALUH, KOTOPas ABJSAETCA TPUITEPHBIM
(bakTOpOM /17151 BOSHUKHOBEHHUS XKU3HEYTpOXKaroLeil moinMophHON KeTyA04KOBOM TaxUKapAun
TUIA «IUPYIT». TaxukapaAus TUMA «TUPYIT» HanOOJIee YacTo ABISAETCA NPUIMHON BHE3AITHON
cmeptH y 6oabpHBIX ¢ CYUQT.

Baxnyto posib B maToreHnese 3a00JIeBaHMs UTPAET CUMITATUYECKUM TMcOanaHc, MPUBOISAIINN K
yuuHennto uatepBaia QT BcieacTBue yCcuieHus JIEBOCTOPOHHEH CUMIIATUYECKON MHHEPBAIIUU
cepaua [5, 6].

1.3 DnuaeMuoJ10rust

[TepBonayanbno CYUQT oTHOCHICS K OY€HBb PEKUM BPOXKACHHBIM 3a00s1eBaHusIM. B
CoenuHeHHbIX mTaTax U EBpone, OCHOBBIBAsCh MPEUMYIIECTBEHHO Ha PETPOCIIEKTUBHBIX
UCCIIEI0BAHUSX, PEANOIAralId, YTO PACIPOCTPAHEHHOCTh CUHAPOMA B MOMYJISLIMY HE
npessimiaet ot 1:5000 go 1:20000. B 2007 roay 3TOT mokasareib ObLT IEPECMOTPEH TPYIIOi
MCCJIEI0BATENEH Ha OCHOBAHUH NMOMYIAMOHHOr0 OKI' cKprHUHIa HOBOPOKIEHHBIX C
MOCJIEAYIOIUM I'€HETHYECKUM aHAJIN30M; paclpOCTPAHEHHOCTh CUHApoMa cocTaBuia 1:2500-
3000 HOBOPOXKAEHHBIX [7].

Cpeny reHOTUITMPOBAHHBIX OOJIBHBIX 1O Pa3HbIM AaHHBIM OT 10 10 36% ciiydyaeB MpuUXoAUTCS Ha
TaK Ha3bIBa€Mble «HEMble» MyTaluil. [1oss O0NIBHBIX ¢ Pa3IMUYHBIMU MOJIEKYIISIPHO-

TCHCTUYCCKMMHU BapHaHTaMU CPEAU I'CHOTHIIMPOBAHHBIX IMAIIUCHTOB ITPEACTABIICHA B Ta6n1/1ue

1.

1.4 Konquposanue no MKB-10

| 45.8 — Curnpom yamuHeHHOTO HHTepBana QT

[IpuMepsl AMarHo3osB

o Cunapom ymmHeHHoro uHtepBana QT, mepBuuHbIid, OeccuHKonanbHas Gopma, |
MOJIEKYJISIPHO-T€HETUUECKUI BapUaHT.
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o Cunnpowm [[xxepBemna-Jlanre-Hunbcena (cunapom ymmnHeHHoro uHTepsana QT,
MIePBUYHBIN, CHHKOTIAJIbHASI popMa, BPOKJICHHAsI HEMipoceHcopHas Tyroyxocts [1I-1V
CTEICHN).

e Cunnapom ymmHeHHOro nHTepBasia QT, mepBUYHBIN, CHHKONAIbHAsA Gopma, 11
MOJIEKYJIIPHO-TEHETUYECKUI BapuaHT.

1.5 Knaccuduxanus

Knaccugukamus CYNQT ocHOBBIBaeTcs Ha aHAIN3€ MOJIEKYISIPHO-TEHETUYECKUX U
KJIMHUYECKMX 0COOEHHOCTSIX 3a00JI€BaHUs U B HACTOSILEE BPEMsI BKIIFOUAET 15 MOJIeKyIsIpHO-
T€HETUYECKUX BapuaHTOB (Tao. 1).

Knuanyeckast kaccuukanys OCHOBBIBAETCA HAa OCOOCHHOCTSAX TEUSHUS CHHIIpOMa. Boiiensror
YETbIPE OCHOBHBIX KIIMHUYECKUX BApUAHTA: CUHKOIIE B COYETAHUHU C yJUIMHEHHEM nHTepBana QT
Ha OKI'; yanunenue unrepBana QT B OTCYTCTBHE CUHKOIIE; CUHKOIIE B OTCYTCTBUE YUIMHEHUS
unrepBana QT; ckpoitas hopma (“form frust”), koraa HapsIy € OTCYTCTBHEM KIMHHUYECKHX
IPOSIBJIEHUI OTCYTCTBYIOT Nartosnorudeckue n3menenus Ha OKI [8].

2. JImarnocTuka

2.1 ’Kaa00bI 1 aHAMHE3

Cnexmp xkaunuyeckux nposgnenutt CYUQT eapbupyem om noiHo2o omcymcmeusi CUMRIMOMO8
00 CUHKONAIbHBIX COCMOAHUL U 8He3anHou cmepmu. Ilamoenomonuunvim ons CYUQT
ABNAIOMCA CUHKONAIbHBIE COCMOANUS, NPOBOYUPOBAHHbLE (DUULECKOU U/UIU IMOYUOHATLHOU
Ha2py3KouU, pe3Kum 38yKom, niasanuem. Peoko 6onvnoll npedvasnsem d#anobwl Ha
cepoyebuenue neped nomepei CO3HaAHUe.

Ilpu cbope anamnesa Hauborvbuiee BHUMAHUE HEOOX0OUMO YOelsimb NOOPOOHOT
Xapakmepucmuxe CUHKONAbHbIX COCMOSIHULL: 803DACM MAHUPDeCmayuu CUHKone,
nposoyupylouue CUHKone (axmop (HacpysKka, SMOYUOHATbHBLL CIMpecc, npoOyIcOeHe, 8004,
BHE3aNHYILL 38YK), 0COOCHHOCMU HAYALA U OKOHYAHUS NPUCMYNA, CAMOYYECMBUe NOCTe
soccmanognenus cosnanus. Obsa3amenvHoOU Yacmvio 00C1e008aHUSA ABNIAEMC COPOC CeMeUH020
anamuesa (Haauyue y poocmeeHHuxkos 1 u 2 cmenenu poocmea npucmynog nomepu CO3HAHUsL
u/unu ciyuaes enesanHou cmepmu 6 sozpacme 0o 40 nem; yonrunenue unmepsana QT na OKI'
unenog cemvu w/unu ¢ CYUQT y poocmeennuxa), a makaice NOUCK NOPANHCEHHBIX UTIEHbL CEMbU.

2.2 DusukajanLHoe 00c/IeI0BAHNE

o Ilpu npoBeaeHUH CTAaHAAPTHOTO KIMHUYECKOTO OCMOTpA CIEAYeT OOpaTUTh BHUMAaHUE
Ha Hanmn4re (PeHOTUNMHUECKUX 0COOCHHOCTEeH, XapakTepHbIxX s Bapuantom CYUQT B
MYJBTUCUCTEMHBIM NopakeHneM. Cunaaktuius Berpedaercs B 100% cimydae mpu
cuaapome Tumotu. Y 60nbHBIX ¢ cuHapoMoM J[xkepBena-Jlanre-Hunscena numeer
MECTO BPOXKJIEHHAsI HEWPOCEHCOpHas Tyroyxocth. [Ipu cunapome Anaepcena-

TaBuna (U3HKAIBHBIN OCMOTP TO3BOJISET BBISIBUTH TAKHE OCOOEHHOCTH KaK HU3KO
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MOCAKEHHBIE YIIHbIC PAKOBHHBI, THIIEPTEIOPU3M, Ae(PEKThI MATKOTO U TBEPAOTo Heba,
MUKPOTHATHUIO, KITMHOAAKTUWINAIO U CUHAAKTHINIO, HU3KHH POCT U CKOJINO3

KommenTapun: @enomunuuecku paziuyaiom HeCKOIbKO 8apUuaHmos CUuHOpoma. nauboiee
pacnpocmparnenusili cunopom Pomano-Yopoa,; menee pacnpocmpanennsie, Ho Ooee
3710KauecmeeHuvie cunopomsl ocepsenna-Jlanece-Hunvcena u Tumomu, a maxaice cuHOpom
Anoepcena-Tasuna. Cunopom Pomarno-Yopoa xapaxmepuszyemcs CUHKONAIbHLIMU
COCMOSHUAMU U IIeKMPOKAPOUOCPAPULECKUMU USMEHEHUAMU.

CunxonanbHvle COCMOAHUAL MO2YM MaHUupecmuposams 6 11000m eospacme. [Ipoenocmuuecku
HeOazoNPUAMHbBIM AIAEMCS 803PACI MAHUpecmayuu nepeoco cunkone paree 6 jem. Puck
PA3BUMUSL HCUSHEY2POACAIOWUX COOLIMULL, MAKUX KAK CUHKONEe, 8He3aNHAsl OCMAHOBKA
kposooopawenus u BCC, 6 bonvuioti cmenenu 3a8ucum om 803pacma u noad. Y iuy My#ccko2o
NOJA PUCK PA3BUMUSL NEPBO20 CUHKONE blULe 8 OEMCKOM 803DACME U CHUNCACMCS NOCTe
noopocmkogo2o nepuooa [9]. V scenwyun naubonviuasn 6epoamnocmes pazgumus nepeoco
CUHKONe cyujecmeayem 6 nociepooosom nepuooe [10].

B nooasnaiowem bonvuuncmese ciyyaes CUHKONAIbHblE COCIOANUSL PA36UBAIOMCS HA (oHe
cmpeccosvix cumyayuil ((huzuueckoll Hacpy3Ku, IMOYUOHALILHO20 8030)icoenus). Hexomopuie
nposoyupyrouue CUHKone (akmopbl A61AI0MCs 2eHOCNeYUPUUeCKUMU U C 8bICOKOU CIENeHbIO
00CMOBEPHOCMU NO3B0IAIOM NPEONOJIOHCUMb MONEKYIAPHO-2eHeMUYeCKULL 6APUAHM CUHOPOMA
npu I monexynapHo-eenemuueckom sapuanme - niaeanue uiu HeipsaHus, npu Il eapuanme —
peskuii 36yk, npu Il eapuanme - cunxkone 6o cue [11]. ¥V 00noco nayuenma mocym umems
Mecmo 08a u boaee nposoyupyrowux gpaxkmopa. Henocpeocmeenno nomeps cosHanus
npooodHCAemcs 8 OCHOBHOM 1-2 munymul, pedxo onumcs 0o 20 munym. Mnozoa oomopok
CONpPOBOIHCOAEMCsL CYOOPO2AMU U HENPOUZBOTbHBIM MOUEUCTYCKAHUEM, YO 8ePOsimHee 6Ce20
00y CN081eHO 2unoKcuell Mo3ed.

Cunopom /[rcepsenna-Jlanze-Hunvcena s6naemes 0OHOU U3 CAMbBIX MANCENbIX KIUHULECKUX
Gopm CYUQT, xapakmepuzyemcs covemanuem cunopoma yorunennozo unmepeana QT u
8DPOIHCOEHHOU NONHOU 08YXCMOPOHHeU my2oyxocmuio. CUHOpoM 00y Ccl061eH 20MO3U2OMHbIMU
unu 0gyms eemeposucomuvimu mymayuamu ¢ cenax KCNQI u KCNEI; aymocomno-
peyeccusnvlii mun Haciedoganus. Okono 15% b6onbHbix pazeusaiom cunkone 6 gospacme 00
eooa, a 50% — 6 meuenue nepgvix mpex sem dxHcusnu [12]. Ocnoenoti npogoyupyrowuti paxmop
CUHKONE — Ha2py3Ka (OU3U4ecKas uiu IMOYUOHANbHAS. AHmuapummuieckas mepanus bema-
Ookamopamu 8 6onvuuUHCmae C1y4aes Heapexmuena, 8 ces3u ¢ yem peKkoMeHO008aHa
UMnIAHMAYUs Kapouosepmepa-oehuopuiiamopa.

Cunopom Anoepcena-Tasuna xapaxmepuszyemcs Haruduem mpuaosl Cneyuduueckux npusHaKos.
nepuooUYecKo20 Katutiyy8CmsaumenbHo20 napaiuid, KpanuopacyuaibHo2o U CKei1emHo2o
oucmopghusma u yonunenue unmepeana QT [13]. B ocnoge cunopoma 6 6onvuiuHcmse ciyiaes
(oxono 80-90%) nexcam mymayuu 6 cene KCNJ2; mun Haciredosanus — aymocomMHo-
domunanmusii. Ilepuoouneckuti napanuy ecmpeuaemcs 6 100% cayuaes, 3auacmyro
passusaemcs Ha (hoHe OUMenbHO cywecmayowel ciabocmu,; manugecmupyem au6o 0o 10
sem, 1ubo 8 nodpocmkogom gospacme. K knaccuueckum yepmam Oucmop@uzma omHocsam HU3Ko

9
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nocaxjceHubvie YuHbvle paKogUHbL, 2UNEPmMenopusm, 0egrekmol MacKo2o u meepooco Heoaq,
MUKPOSHAMUIO, KTUHOOAKMUIUIO U CUHOAKMUIUIO, HUSKULL pocm u ckoauos [14]. I[lo3zoce
onucansl 3y0Hble AHOMANUU 8 BUOE 3A0EPHCKU NPOPE3bIBANUS UU OMCYMCMEUL 3aKIA0KU 3Y008,
UBMEHEeHUs Y8ema dIMAU, K peOKO 6CmpeddaemMblM OMHOCAM U30IUPOBAHHOE YMEHbUUEHUE
pazmepos Kucmeu pyK u Cmon ¢ MUOMOHUYECKUMU USMEHEeHUAMU 8 ux myckyramype [15, 16].

Cunopom Tumomu, xapaxmepuzyemcsi NOIUOPSAHHBIM NOPAdICEHUEM, KOMOpoe GKIYaen
yonunenue unmepeana QT, cunoakxmuiuro, 8podcOeHHble NOPOKU Cepoya, UMMYHOOeDUYUMHbIE
COCMOSANUSL, MPAHZUMOPHYIO SUNOTUKEMUIO, KOZHUMUBHble HapyuieHus u aymusm [17].
Cunopom obycnoenen mymayuimu 6 cene CACNAIC, kooupyrowem anvpa-cyoveounuyy
Kanbyuesoeo kanaia L muna, naciedyemcsi no aymocomno-oomurnanmuomy muny. Cpeonsis
NPOOOIANCUMENLHOCb HCUSHU NAYUEHMO8 cocmasisiem okoio 2,5 nem. [Ipuuunoii cmepmu 8
OONLUUHCINGE CIYUAEE ABTISIOMCS HCUSHEY2POANCATOUUE HCETYOOUKOBbLE MAXUAPUMMUU
(orceny0ourkosas maxukapous, nepexooauas 6 QUOPULIAYUIO HCelyOOUYKO08), pedice - UHGeKxyuu
(HecmMompsi HA a2pecCUHY0 AHMUOUOMUKOMEPANUI) U OCIONCHEHUS 8 Pe3Ybmame

dekomnechpoeaHHoﬁ 2UnociuKemuu.

2.3 JIaGopaTopHAasi AMATHOCTHKA

o Pexomenayercst OMOXMMHUYECKHI aHAJIN3 KPOBU C OLIEHKON 3JIEKTPOJIMTHOIO COCTABA,
OLIEHKA aKTUBHOCTH KapAnocTenupuIeckux GepMeHTOB U MapKepOB BOCIIAICHUS,
BKJIFOYAsi MCCIIEOBAHNUE TUTPA aHTUTEI K CTPYKTYypaM cepAua.

(Cuaa pexkomeHaanuii — 2; 10CTOBEPHOCTH I0KA3aTEIbCTB — A)

° PGKOMGH)IyeTCH OILICHKAa T'OPMOHAJIBHOT'O HpOCI)I/IJISI IJ_II/ITOBI/II[HOI\/’I KEJIC3bI
IJI1 UCKIIHOYCHUA BTOPUYHBIX COCTOSIHPII7[, MPUBOAAIIMNX K KCITYJ0YKOBBIM
TaXUAPUTMHUAM.

(Cuniia pekomeHanui — 25 J0CTOBEPHOCTb I0KA3aTEJIbLCTB — A)

e PexomeHayeTcst MOJIEKYJIIPHO-TEHETHUESCKUI aHAIIN3 1T BepU(UKAIIUHN TUarHO3a,
OIIpE/ICTICHHUS TIPOTHO3a 3a00JIeBaHMSI.

(Cuaa pexomenaanuii — 1; 10CTOBEPHOCTb 10KA3aTEJIbCTB — A)

KomMmeHTapum: gvinonnsemces écem nayuenmam npu nepeudHom oocreoosanuu. Ilosmopsemcs
ApU NOBMOPHBIX BU3UMAX NO NoKa3anuam. Ilpu nposedenuu cenemuyecko2o uccie008aHus
B03MOJICHO NPUMEHEHUEe OUACHOCMUYEeCKUX NaHeell, KOMopble 8KIIYAIOM 6ce 2eHbl, ONUCAHHbLE
07151 0anHo2o 3abonesanus. MonexynapHo-eeHemuieckoe 06cied08anue npooaHdad 3aKi4aemcs
8 NoUCKe Mymayus 60 6cex U38eCMHbIX 2eHAX, YUUMBIBASL 603MOICHOCHb HAIUYUs Ooee 0OHO
mymayuu (om 4,5 oo 11% cnyuaes cpedu ecenomunuposanmsvix) [18, 19]. Janee
ocyujecmensaemcs NOUCK NAMOSHOMOHUYHOU MyMAYUU ) YIeHO8 CeMbll, 8 MOM YUCTLe
beccumMnmomuvix

10



KP517

2.4 UHCTpYMEHTAJLHAS AHATHOCTHKA

o Pexomenayercs mposeaeHue aekTpokapaunorpaduu (OKI') [20, 21].

(Cuna pexomengauuii — 1; 10CTOBEPHOCTb 10KA3aTEJIbCTB — A)

Kommenrtapuu: /Juacnocmuxa CYUQT ocnosana na kpumepusix, npediodcentvie P. Schwartz 6
1993 200y u ycosepwencmeosannwvix 6 2011 200y (ma6. 2) [22, 23]. [losepxnocmuas OKI 6 12
0mMBedeHUsAX NPOBOOUMCS BCeM DONILHBIM 8 KIUHONOONHCEHUU, OPMONOI0dHceHuu u nocie 10
npuceoanu co ckopocmoio 50 mm/c. Oyenusaromes oowenpursmvle NApamempuvl U UHMEPBEAbl.
Lna koppexyuu unmepsan QT no omunowenuto k YCC npumensemcs ghopmyna basemma

(OT.c/NRR,c).

Coenacrno pexomenoayuam 2008 2o0a npunamul credyrowue 3HaveHus 0Jisk Onpeoeenus
vonunenusi unmepsana QT: 0na nuy scenckozo nona QTc > 460 mc, 0 auy MysHccko2o nona >
450 mc [20]. Hopmamusnwie 3nauenus unmepsanra QT u QTc ons demeii Ovbiiu paccHumanHulx 8
xo0e OKI ckpununea, nposedennoeo 6 P® [24]. Jlucnepcus unmepsana QT ompasicaem
2emepo2eHHOCHb NPOOOINCUMENILHOCIU NPOYECca Penoisipu3ayul 8 MUOKapoe JHceryoouKos. V
300posbix oucnepcusi unmepsana QT eapvupyem om 48+18 00 54+27 mc y e3pocnvix u 21+11 mc
v 0emeti 6 ospacme om 7 0o 16 nem [25]. Mopgonocus komnniexca QRST paznuuna y 60abHbIX
C PA3HBLIMU MONEKVAAPHO-2EHEMUYECKUMU 8APUAHMAMU CUHOPOMA U 3A8UCUM 0N NOPANCEHHO20
kauana. Ilpu I sapuanme pecucmpupyemcs 3yoey T ¢ wupokum 0CHOBAHUEM U KOCOBOCX00 el
anesayueti ceemenma ST, namoenomonuuen ons Il eapuanma 08y2opowiil (Unu 3a3y0peHHbIM)
3yoey T 6 npasvix epyonvix omeedenusx, ona 1l eapuanma xapakmepHo yonrunenue uHmepeana
QT 3a cuem ceemenma ST, 3ybey T obviunou mopgonocuu [26].

Ewe oonum xapaxmepnvim onss CYHUQT anekmpokapouoepagpuueckum gpenomerom sa6niaemcs
Mmakpoanemepuayus 3yoya T, mo ecmv usmererue noaspHocmu u amnaumyost 3yoya T 6
nocne008amenbHbiX Kapouoyukiax. Anomepuayus 3yoya T - npU3HAK GbIPAANCEHHO
NEKMPUYECKOU HeCMAOUTLHOCTIU MUOKAPOA U ACCOYUUPYEMCSL C HCETYOOUKOBOL MAXUKapouet

muna nupysm u gvipasicennvim oonee 500 mc yonunenuem unmepeana QTc.

s cunopoma Tumomu xapaxkmepno gvipasicentoe yonunenue unmepsana QTc (0o 700 mc), na
gone komopozo pazsueaemcs PyHKYUOHANbHAS AMPUOBEHMPUKYIAPHAS OI0Ka0a ¢
nposedenuem 2:1 u makpoanemepuayus 3yoya T. Omauvumenvnoim IKI npuznakom cunopoma
Anoepcena-Tasuna sensiemcs Hanudue blCOKOAMNIUMYOHbIX 3y6y06 U, a makaice
cneyuguueckasn mopghonozus syoya T ¢ nokameim, pacmauymovim HUCXOOAUWUM KOTEHOM.
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Taoauna 2 - Kputepuu AuarHoCTUKU CUHIPOM yIJIMHEHHOTO uHTEepBana QT

KT oannvie bann

A. QTc (mo hopmyne bazerra), mc > 480 3
460-479 2
450-459 1

B. QTc na 4i1 mun. Boccranoienus npu crpecc-tecte > 480 Mc 1

C. Taxukapaus Torsade de Pointes 2

D. AnbrepHanus 3yona T 1

E. JIByropOsiii 3yoer; T B 3-x oTBeIeHUSX 1

F. bpanukapaus (< 2%o) 0,5

Knunuueckue oannvie

A.CuHKore Ha narpyske 2
BHe Harpy3ku 1

B. BpoxxneHHas riryxora 0,5

Cemeitnolit anamues

A. Hamnume B cembe CYUQT 1

B. BCC no 30 net Oamxaiiiero poJcTBEeHHUKA 0,5

< 1 Gamn — Huskas BepositHoctb CYUQT

>1 no 3 6amnoB — cpeansisi BepositHocTh CYUQT

>3,5 GansioB Beicokasi BeposiTHocT CYNQT

e Pexomennyercsa nposeneHue cyrouHoro Monutopupoanus OKI' (CMOKT') [27]. (Cuna
pexoMeHIanmii — 1; 10CTOBEPHOCTH J0Ka3aTEILCTB — B)

Kommentapuu: CMOKI nposooumcs 015 8bis6/1eHUSL MAPKEPO8 INEKMPULECKOTU
HeCmaduIbHOCMU MUOKAPOQ, A MAKIHCe CONYMCMBYIOWUX HAPYUWEHU PUMMA U NPO8OOUMOCHIU.
IIpeonoumenue omoaemcs cucmemam ¢ onyuetl asmomamuyecko2o ananuza unmepeana QT.
Ilpu XM-2KIT kpome obwenpunamvix napamempos cepoeunoco pumma OYyeHU8aromcsi:
npooondicumenvrocms unmepgana QT 6 asmomamuyueckom pexcume, MamyarbHdas OYeHKd
unmepsana QT u QTc na munumanvrou u maxcumanvron YCC; ocobennocmu mopghonocuu
syoya T; nanuyue 3yoya U u makpoaromepuayuu 3yoya T.

e PexomenmoBano mpoBeneHue sxokapauorpadun (IxoKI) [27].

(Cuna pexomeHaanmii — 1; 10CTOBEPHOCTD 10Ka3aTEJLCTB — B)

KommenTapuu: Oxoxapouocpaguueckoe ucciedosanue nposooumcs 6cem 601bHbIM Npu
nepeUYHOM 00CN1e008aHUs OISl UCKTIOUEHUs. OP2AHUYECKOL NAMOLo2UU cepoyd, a MAaKlce OYeHKU
INEKMPOMEXAHULECKO20 COOMBEMCMBUSL CUCTOTIbL HCETYOOUKO8 HA (YOHE UIMEHEeHUs
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onumenvhocmu unmepsana QT. B 0ononnenue k cmanoapmHomy npomokony usmepsaemcs
COOmHOUEeHUe BPEeMEHU INeKMPUYECKOU U MEXAHUYECKOU CUCTOIbL HCEYOOUKO8.

e PekoMeH0BaHO TpoBelneHUE TecTa ¢ GU3NIECKON Harpy3kou [27].

(Cuna pexomeHaanmii — 1; 10CTOBEPHOCTH J0Ka3aTeJLCTB — B)

KommenTapuu: Tecm ¢ ¢huzuuecxoii Hacpy3kou npo8ooumcst 6cem 00JbHbIM C Yelblo
ouaenocmuxu CYUQT, a makoice 0ns onpedenenusi 3(phekmusHocmu aHmuapummuiecKol
mepanuu. Tecm ¢ ¢puzuueckoll Hazpy3Kot uspaem 8adicHy10 pois 8 OupgepeHyuanrbHoll
ouacnocmuxe nepsuynvix u eémopuunvix popm CYHUQT, a maxoice 8visieieHUuU HeMbLX
dopm. Kpome moeo, ananuz ounamuxu unmepsanra QTc nozgonsem npogsecmu
ougpepernyuanvrvlli duacrnos3 Haubonee pacnpocmpanénnvix I, 11 u Il monexynsapro-

2eHemu4ecKux eapuanmos cunopoma [28].

IIpooonocumenvrocms unmepsanose QT u QTc oyenugaemcs 6 ucxooe, Ha MaKcumyme Ha2py3Ku
U HA 80CCMAHOBTIEHUU.

2.5 Nuast AMATHOCTHKA

JuddepeHunanbHas JUATHOCTUKA.

JuddepeHnmanbHbIi THarHo3 MPOBOAAT MEKAY IIEPBUYHBIM U BTOPHYHBIM CHHIPOMOM
ynnuHeHHoro unTepsana QT, a Taxke MeXAy MOJEKYISIpPHO-TEeHETUYECKUMH BapuaHTaMH
CHUHApOMA.

3. Jleuenue

Tepanus 6onvHvix ¢ CYUQT sxarouaem xoppexkyuio 00paza iHcusuu, MeouKameHmosHy u
Hemeouxkamenmo3suyro npogurakmuxy BCC, a maxaice HeOMIOHNCHYIO MePanuto HceayoouKo8ou
MAaxuKapouu muna «nupysmy.

B nepesyio ouepedv 6cem 601bHbIM PEKOMEHOOBAHO UCKTIOUUNMb NPUEM NPENApamos,
yonunsowgux unmepeéan QT. AKmyanvHblll CnUCOK npenapamos npeocmasien Ha catime
qtdrugs.org. 3ansmus npogheccuoHarbHLIM CHOPMOM NPOMUBONOKA3AHBL OOLHBIM C
cunxonanvrou gpopmoti CYHQT u 6onbHbIM U3 SpYnnbl 861COK020 PUCKA, NPU OMCYMCMEUU
KAUHUYECKUX npossienull u eenemudecku noomeepacoennom CYUQT pewenue npunumaemcs
8pauebHOU Komuccuel 8 UHOUBUOYATIbHOM NOpsiOKe.

3.1 KoncepBaTuBHOE JieUueHHE

o Pexomennyercs Ha3HaueHue OeTa-agpeHo0nokaTopoB [21]. AHTHaApUTMHYECKas
Tepanusi Ha3HAYaeTCsl MOKU3HEHHO ¢ KOppEeKLMeH 1035l penapara o Mepe yBeIHuueHus
pocTa ¥ Macchl Tejla MalueHTa.

(Cuna pexomengauuii — 1; 10CTOBEPHOCTD J0Ka3aTeabcTB — C)
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Kommentapum: bema-adpenobaokamopul noxazanul 6eccumnmomubvim nayuenmam ¢ QTc >
470 mc u nayuenmam ¢ CUHKONne Uiy OOKYMEeHMUPOBAHHOU HCeNYOOYKOBOU
maxuxapouet/pubpuniayuert sxcenyooukos. [lpu newenuu nayuenmos ¢ CYUQT npumensiomes
HecenekmusHble 6ema-aoperobIoKamopsl RPONPAHOLON™ U HOOANoN (maba. 3), a makice
cenekmueHblll bema-on0kamop amenonon’, uvs s¢pgexmusnocms 6 chudxicenuu pucka BCC
OvL1a doxazana mMHocoaemuumu Haobarooenusmu [29]. Jloza npenapamos onpedensiemcs ¢
yuemom gecom HobHO20 Hezasucumo om eozpacma. nponparoron’™ - 1,0-4,0 me/ke/cym 3-4
npuéma; naoonon - 0,5-1,0 me/ke/cym 6 1-2 npuéma; amenonon™ - 0,5-2,0 me/ke/cym 6 2
npuéma. Memonponon ne pekomenoyemces 6onvnoim CYUQT, mak kak e2o npumenenue
CONPOBOICOAEmCs BbICOKUM puckom peyuousa cunkone [30].

(Cuna pexoMeHgauuii — 2; 10CTOBEPHOCTD J0Ka3aTeabcTB — C)

Kommenmapuu: bema-aopenobiokamopvl HA3HAYAIOMCS 6eCCUMNIMOMHBIM NAYUEHMAM C
noomeepaicoennvim CYUQT u QTc <470mc

e PekoMeHnyeTcs Ha3HauUEHUE OJI0KATOpa HATPUEBBIX KAHAJIOB - MEKCHIIETHH [21].
AHTHapUTMUYECKas Teparus Ha3HAYaeTCs MOKU3HEHHO C KOPPEKIIMeH 103bI penapaTa
10 MEpEe YBEIMUYEHUS POCTa U MACCHI TeJa MalUEHTa.

(Cuaa pexkomeHaanuii — 2; 10CTOBEPHOCTH I0KA3aTEIbCTB — A)

KommenTapuu: Mexcunumun nasnayaemcs 8 00NOJIHeHUU K Oema-aodpeHooi0Kkamopy
nayuenmam ¢ noomeepaicoenuvim Il sapuanme CYUQT u QTc > 500 mc, y komopwix nocie
nexapcemeennot npoowt QTc ymenvuwaemces 6onee yem Ha 40 mc. Cymounas 003a MeKCUTUMUHA

2,0-5,0 me/ke pacnpedensemcs na 3 npuéma.

3.2 Xupyprudeckoe Je4eHue

o PexomennoBaHa uMIIaHTaUs KapauoBepTepa-aepudpumistopa [21].

(Cuaa pexomenaanuii — 1; 10cToBepHOCTb J0Ka3aTeabcTB — C)

Kommentapum: Haubonee s¢pgpexmugnvim memooom npogpunraxmuxu BCC asnsemcsa
UMIIAHMAYUSA Kapouosepmepa-0epuopuiiamopa, Komopas 8 00513ameibHoM nopsoKe NOKA3AHA
6cem 6onvHbiM, nepenecuium BOK, a makowce npu Hanuuuy cCnoHmanHoU yCmouyuusou
HCey0oUK08OL maxuxkapouu c/be3 cunkone.

(Cuiia pekomeHanui — 25 10CTOBEPHOCTH 10Ka3aTeJbCTB — C)

Kommenrtapuu: Avunianmayus xapouosepmepa-oepudpuiiamopa nokasana npu Hamuyuy y
nayuenma ¢ CYHUQT ¢ peyuousupyrowux Ha ghone aHmMuapummudecKol mepanuu CUHKone.

e PekoMeH10BaHO POBEIEHHE JIEBOCTOPOHHEN cCUMIIaTIKTOMUU [21].

(Cuaa pexomenaanuii — 1; 10cToBepHOCTb J0Ka3aTeabcTB — C)
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KomMeHnTapuu: JIesocmoporus cumMnamaxmomusi peKomeHO08aHA NAYUeHMAaMm, y KOmopvlx
Ppeyuoussl J4cesry00YK08ol MAXUKaApPOUU COXPAHIAIOMCS, HECMOMPSL HA NPUEM MAKCUMATILHO
donycmumou 003vl bema-o10Kkamopos, b0 3mu npenapamvl NPOMUBONOKA3AHbL UIU eCIb UX
HenepeHoCUMOocms. J1eaocmopouHsAsA CUMNAMIKIMOMUSL MAKIHCE BbINOJIHAEMCS NPU HATUYUU
npomugonoxkasanutl k umnianmayuu UKJ/] unu omkasz om umnianmayuu MKJJ.

(Cuna pexoMeHgauuii — 2; 10CTOBEPHOCTD J0Ka3aTeabcTB — C)

KommenTapum: Jlesocmoponts cumMnamakmomus peKoMeHO08AHA NAYUEHMAM, Y KOMOPbIX
Habnooaemcs peyuous cunkone Ha pone mepanuu 6ema-onoxamopamu/MK/].

4. PeaOunauranus

MeauiuHCKoM U GU3HYECKON peadbumuTanuu 0OJBHBIX He TpedyeTcs. [leTsm ¢ yacThIMu
cpabarsiBanusiM UK/ pexomenoBana KoHCyabTanus ncuxosora. [lokazano canaTopHo-
KYpPOPTHOE JICYEHUE B CAHATOPHSIX KapAUOIOTUYECKOTO MPOQUIIS.

5. llpopuiaakTuka

5.1. [IpopuaakTuka

s npogunaxmuxu peyuousa sxncenyoouxosou maxuxapouu u BCC neobxooum ounamuyeckuii
KOHMPOb (hakmopos pucka. J{is ceoespemerHol OuasHOCMUKU 3a00.1e8aHUs He0OX00UMO
006c1e006amv NAYUEHMO8 U3 2PYNNbl pUCKa - 4ieHos cemvu I u I cmenenu poocmea 60161020
CYUQT, a maxoice ymepuiux 6He3anHO IUY MOI00020 803PACMA.

5.2. Benenue nanueHToB

Bonvuvie ¢ cenemuuecku oemepmeHupoBanHbIMU HAPYULEHUSMU PUMMA CEPOYA HYHCOAIOMCS 8
HOCMOSHHOM HAONI00EHUU 8 CReYUATUIUPOBAHHOM APUMMOTIO2ULECKOM YeHmpe, Yelb KOMOopo2o
OUHAMUYHBIU KOHMPOb (pakmopos pucka BC u npu neobxooumocmu koppexyus
anmuapummudeckou mepanuu. Yacmoma nocewenuil 3agucum om 603pacma 6016HO20 U
msdicecmu 3abonesanus. Ilpu cunxonanvrou popme CYUQT xonmpons a¢ppexmusrocmu
mepanuu u MmoHumopute gpaxmopos pucka BC nposooumcs 1 paza 6 1-6 mecayes. B
omcymcmeue CUHKOne MOHUMOpUuHe pakmopos pucka npogooumcs He pedice 1 paz 6 200, 6
nybepmammuom nepuode 1 paz 6 6 mecayes.

Ilepsuunas cocnumanuzayus 6 CneyuaIu3UPOBaAHHOe KapoUuoiocuiecKkoe omoeieHue Cesa3and ¢
OUacHOCMUKOU CUHOpPOM U cmpamughukayueti uHousudyarviozo pucka BC.
IIpooondcumenvHocmy 20CRUMATUZAYUU ONPEOeAemCsi OCHOBHBIM 3A001e6AHUEM.

Bonvuvim ¢ umnianmuposannvim kapouogepmepom-0ehuopuiimopom KOHMpoib CUCHEMbL
UK]J[ nposooumcs ne peswce 1 paza 6 6 mecayes; a maxaice Kaxcovl pas npu cpabamul8aHuu
yempoticmeéa unu peyuouse curkone. Ilpu naanoeom konmpone cucmemol UKJ/[ npeosapumenbHo
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npogoosmes IKIT, XM, IxoKT', penmeenocpagpus opearnos epyoHoll Kiemxu 8 npsmoll u 1e6otl
00K060U NPOEKYUSX.

Bakuunanus

Pewenue eonpoca o eaxyunayuu pewiaemcs 8 UHOUBUOYATbHOM NOPSOKE 8 3A8UCUMOCTNU O
KAUHUYLECKO20 COCMOANHUS NayueHma, 3¢QppekmusHocmu MeOuKamMenmo3Ho20 KOHMpoJis
ApUMMULU, a MAaKiCce ¢ y4emom panee 8bla61eHHbIX NPOBOYUPVIOWUX (PAKMOPOE (C653b
Manughecmayuu apummuu ¢ aKyuHayuerl, UHGEKYUOHHbIM 3a001e6anuem u m.o.).

Hemsm ¢ cunkonanvrou hopmou CYUQT saxyunayus no unousudyaiviomy epapuxy. B
omcymcemeue CUHKONne aKyuHayusi nPOBOOUMCs: 8 0eKpemupo8aHubie CPOKU.

6. I[OHOJIHI/ITCJII)HEIH I/IH(l)OpMaIII/Iﬂ, BJIMAKOIIAA HA TCUYCHUEC U UCXO0Q 3a00/1eBaHNA

Hcxoanl M IPOTHO3

IIpozcno3s 3ab6onesanus ochosvieaemcs Ha cmpamughuxayuu pucka BC u 3aeucum om
MOJLEKYIAPHO-2eHeMU1eCcK0o20 8apuanma CUHOpoma, 803pacma manugecmayuy CUHKONAIbHbIX
cocmosiHutl, 3¢hghexmusHocmu anmuapummudeckou mepanuu oema-oroxamopamu. llpu
yenosuu pe2ynsipno2o moHumopunea gaxkmopos pucka BC u ceoegpemennoll Koppekyuu

MoOuduyupyemvix hakmopos pucka npocHo3 015 HCU3HU O1A2ONPUSMHDBLLL.

KpuTepnu OIIEHKH KAa4eCTBA MeAUIMHCKOM MOMOIIM

Taﬁ.lmua 1- OpraHI/ISaHI/IOHHO'TeXHI/I‘leCKI/IC YCJIOBUS OKa3aHUS MEIUITUHCKON MOMOIIIH.

Bua MeTUIUHCKONH MOMOIIH CHGHI/IaJ'H/BI/IpOBaHHa}I MCIUIIMHCKAs ITOMOIIb

Ycii0BUSI OKa3aHUA CranroHapHO / B JTHEBHOM CTal[MOHape/aMOyIaTOpHO
MeIMIMHCKOI MOMOIIH

MdopMa OKa3aHUA [[naHOBasi/HEOTIOXKHAS
MeIMUMHCKOI MOMOIIU
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Taouauna 2 - Kputepuu kaduecTBa oKazaHUsI MEAUIIMHCKOW MOMOIIN

KP517

No Kpurepuii YpoBeHb YpoBenb
I0CTOBEPHOCTH [y0eqUTeJbHOCTH
MOKAa3aTeJLCTB |[PEeKOMEHIALNI

1. BriroHeHa 35ekTpokapauorpadus A 1

2. BBINIOIHEHO CYTOYHOE MOHUTOPUPOBAHUS B 1
PIIEKTPOKAPAUOTPAMMBI

3. Brimonnena sxokapauorpadpus B 1

4, BriroHeH TecT ¢ pu3nyecKon Harpy3Kou B 1

5. BrirmotHeHbI OMOXMMHUYECKUI aHaIM3a KpOBU |A 2
C OLICHKOH JIEKTPOJIMTHOTO COCTaBa, OLIEHKA
AKTUBHOCTH KapuocrenupuyecKux
(bepMEeHTOB U MapKEPOB BOCHAJICHUS, BKIIIOYAs
MCCIIeTOBaHKE TUTPA aHTUTEI K CTPYKTypaM
cepaua

6. BrinmonHeHO omnpe/esieHne TOPMOHAIBHOTO A 2
oIS UTOBUIHON KEJIe3bI

7. BBITOHEHO MOJIEKYISIPHO-TEHETUYECKOE A 1
MicclieIoBaHMe

8. BrinonHeHO Ha3HaueHHe OeTa- A 1
aPEHOOJIOKATOPOB NP HAJIMYUU TTOKA3AHHI

9. BriroHeHO Ha3HAYeHHUE OJI0KaTOpa A 2
HATPHUEBBIX KAaHAJIOB

10. Boinonnena ummiantanus MK/ npu nHanuuum (A 1
[MOKa3aHUI

11. BrIroHEHA JIEBOCTOPOHHSASI CUMIIATIKTOMUS
[P HAJTMYWY TTOKa3aHUM
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Ipuioxkenne Al. CoctaB padoyeil rpynibl

BapanoB A.A., akan. PAH, npodeccop, a.M.H., Bunie-npeacenarens Vcnoiakoma Coro3a
neauarpos Poceny;

HlkoabHukoBa M.A, 1.M.H., Ipodeccop, MPe3uaeHT ACCOIMALUH TETCKIX KapIU0JI0rOB
Poccuu Uabaaposa P.A., kaH1. Mel. HayK, WieH ACCOLMALMK IETCKUX KapinonoroB Poccun

Hama3zoBa-bapanosa JI.C., akaa. PAH, npodeccop, n.M.H., npencenarens Mcnonkoma Coroza
neauatpos Poccun

ABTOPBI MOATBEP:KAAIOT OTCYTCTBHE GHHAHCOBOI MOJ/1ePKKI/KOH(INKTA HHTEPECOB,
KOTOPBIi HE00X0AMMO 00HAPO0BATh.

[puioxenne A2. MeTooJiorusi pa3padoTku KJIMHHYECKHX PEeKOMEHIalu i

I_Ie.]'IeBaﬂ AYJAUTOPpUSA JAHHBIX KIIMHHYCCKHUX peROMeH}]aHHﬁ:

Bpauu-neauatpsl,

Bpauu — nerckue kapanoiory,

Bpauu — cepieqyHO-COCYyAUCTBIE XUPYPTH,
Bpauu o01ieit npakTuku (ceMeHbIC BpadH),
Crynentsl MmenunuHcKkux BY3oB,
OOyyaronuecs B OpauHATYpe U UHTEPHATYpE.

ook wdE

MeTOIlBI, HCMOJb3yEeMbIC TJI51 cﬁopa/cenekunn A0KaA3aTeJbCTB: IIOUCK B 3JICKTPOHHBIX 0azax
JaHHBIX.

Onucanue MeTOA0B, HCIOJIb30BAHHBIX /IIS1 OLIEHKH KAYeCTBA M CHJIbI 10KA3aTe/IbCTB!
JI0Ka3aTeabHOM 0a30if /Ui peKOMeHIalMii SABISAI0TCS MyOIMKaluy, BOLIEIIINE B
KoxpeitHoBckyro 6ubnmnoteky, 0a3pl nanabix EMBASE, MEDLINE u PubMed. I'nyOuna
IIOMCKA - 5 JIET.

MeTOIIbI, HCIOJIB30BAaHHbIC I1JI1 OICHKH Ka4Y€CTBAa U CHJIbI 10KAa3aTEJIbCTB:

e KOHCEHCYC JKCIIEPTOB;
e OIICHKA 3HAYMMOCTHU B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.

MeTOIlbI, HCIO0Jb30BaHHbIE 1JIS1 aHAJIN3a 10Ka3aTeJbCTB.

e 0030pHI OIMyOJUKOBAaHHBIX METa-aHAITH30B;
e cHcTEeMaTHYeCKHe 0030pbI ¢ TAOIUIIAMH TOKA3aTEIbCTB.

Onucanue METOA0B, UCITIOJIB30BAHHBIX JJIl aHAJIH3A J0KAa3aTEJIbCTB

HpI/I OT60pC ny6n1/n<aum71, KaK IIOTCHIHUAJIBHBIX HCTOYHHUKOB A0KA3aTCJIIbCTB, HCIIOJIb30BaHHAs B
KaKIOM HUCCIICAOBAaHUU METOJOJIOTHA U3YyHaCTCA JIA TOTO, YTOOBI yGCI[I/ITBC}I B €€ BaAJIMJHOCTH.
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Pe3ynbraT n3ydeHus BIUsSET Ha YPOBEHB J10KA3aTENbCTB, IPUCBANBAEMBIH IMyOIMKAIIMH, YTO B
CBOIO 04epe/lb, BIUSAET HA CUIIYy PEKOMEHIAIUN.

JI1st MUHUMU3a1lMY TOTEHLIUAIbHBIX OMIMOOK KaX/10€ HCCle0BaHNe OLIEHUBAIOCh HE3aBUCHMO.
JltoOble pa3nuuus B OLIEHKAaX 00CYXAAUCh BCEll IPpyIINoil aBTOPOB B MOJIHOM cocTase. [Ipu
HEBO3MOKHOCTH JIOCTHXKEHHUSI KOHCEHCYCa MPUBJIEKAJICS He3aBUCUMbIN HKCIIEPT.

Ta6auubl 10Ka3aTeJIbCTB: 3aMOJHIINCH aBTOPAMH KJIMHUYECKUX PEKOMEH AL,
MeToabl, HCI0JIb30BaHHbIE /s GOPMYJIHPOBAHMUS PEKOMEHIAIM: KOHCCHCYC KCIIEPTOB.
HNuaukaropsbl 1o0pokadectBeHHoi npakTuku (Good Practice Points — GPPs)

PeKOMeHI[yeMaSI IIO6pOKa‘~I€CTBCHHa$I IIpaKTUKa 6a3preTC$[ Ha KIIMHUYCCKOM OIIBITC aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAIUH.

DKOHOMUYECCKHIA aHAJIU3

AHanu3 cTOMMOCTH HE IMPOBOAHIICA HY6J'II/IKaI_[I/II/I 10 (I)apMaKOBKOHOMI/IKe HC
AHAJIIN3UPOBAJIMCh.

MeToa Baauaamuu peKOMeHZ[aIII/Iﬁ

o BHemHss dKCniepTHAS OLIEHKA.
o BHyTpeHH:A DKCIIEpTHAs OLEHKA.

Onucanue MeTO1a BAJIMIANMU PEKOMeHIAN

HaCTOSIHII/IG PEKOMCHAAIUHN B HpCI[BﬁpHT@J'II:HOfI BEpCUU ObLTH PEUCH3UPOBAHbI HE3AaBUCUMBIMU
SKCIICPTaMH, KOTOPBIX, HPCKIAC BCET'O, IMMOIMPOCHUIIN ITPOKOMMCHTUPOBATH, HACKOJIBKO AOCTYIIHA
JJI1 IOHMMAaHHWAg UHTCPIIPETAIHA J0KAa3aTCIbCTB, JICKaIlasd B OCHOBEC peKOMCHHaHHﬁ.

Ot Bpaqeﬁ MNEPBHUYHOIO 3BCHA ITOJTYUYCHBI KOMMCHTAPUH B OTHOIICHHUHU JOXOJYNUBOCTHU
H3JI0KCHHUA JaHHBIX peKOMeHHaHHﬁ, a TaK)KC MX OLCHKA BAXXHOCTH IpCIaracMbIX

peKOMeH]laIII/II\/II, KaK HHCTPYMCHTA HOBCGI[HCBHOﬁ IMPAKTHUKH.

Bce koMMeHTapuu, MOJyYeHHBIE OT SKCIIEPTOB, TIIATEILHO CUCTEMATH3UPOBAITUCH U
00CyXTaMCh WieHaMHU pabodell TpyIbl (aBTOpaMu peKkoMeHaanuii). Kakaplii myHKT
o0cyxaancs B OTACTbHOCTH.

Koncyanaum{ H IKCIIEPTHAA OLCHKA

[TpoekT pexomeHjanuii ObUT PelleH3UPOBAaH HE3aBUCUMBIMU IKCIIEPTAMHU, KOTOPBIX, MPEXKIE
BCETO, HOHpOCI/IJ'IH HpOKOMMeHTI/IPOBaTB JO0XOOYUBOCTHh U TOYHOCTH I/IHTepHpeTaHHI/I
JIOKa3aTeIbHON 0a3bl, JIeXKaIeil B OCHOBE PEKOMEHTAIIHA.
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I[J'ISI OKOHYATCIIbHOU PEAAKIIMHU U KOHTPOJIA Ka4€CTBa pEKOMCHAAINN ObLIH IIOBTOPHO

IIpoaHAJIN3UPOBaHbI YICHAMUA pa60qel71 T'pYIIIbl, KOTOPBIC IPUIIX K 3aKIIFOUCHUIO, YTO BCC

3aMC€UYaHuA 1 KOMMEHTApPUH SKCIICPTOB IIPHUHATHEI BO BHUMAaHHUE, pPUCK CUCTEMATHYCCKUX oIInOOK

npu pa3zpaboTKe peKOMEHIalHi CBeJIeH K MUHUMYMY.

OcHOBHbBIE PECKOMEHAAINH

Cuna pekomenaanuii (1-2) Ha OCHOBaHMHM COOTBETCTBYIOLIUX YpOBHEN Ao0ka3aTenbcTB (A-C) n

WHIMKATOPBI J00pOKaueCTBeHHOM mpakTuku (Tadi. 6) — good practice points (GPPs)

MMPUBOIAATCS ITPU U3JIOKCHUUN TCKCTA peKOMeHHaHHﬁ.

Taoamua I11 - Cxema 11 OLEHKU YPOBHS PEKOMEH Il

OLTMOKH, KOCBEHHBIE WIIN
CIIy4aiHbIE U T.II.),

00 JpPyrux BECKUX
OCHOBaHMSX. JlabHEHINE
yiccie1oBaHus (€CIM OHU
[TPOBOSITCS ), BEPOSATHO,
OKa)XyT BJIUSIHUE HA Hallly

YBEPEHHOCTH B OLIEHKE

CreneHb 10cTOBepPHOCTH/COOTHOILIEHHUE MeTtononornyeckoe [ToscHenus no
PeKoMeH/1anuit [pUCKa U KAueCTBO UMEIOIIUXCS [TPUMEHEHHUIO
[IPEUMYILIECTB JT0OKA3aTeIbCTB [PEKOMEH Taluii

1A IIonp3a otueTnuBo [HanexHbie CunbHas
CuibHast [IpEBAIMPYET HAJL |[HEMPOTHUBOPEUUBHIE [PEKOMEH1a1usl,
PeKoOMeH1anus, [PUCKaMU U T0Ka3aTeNIbCTBaA, KOTOpPasi MOKET
OCHOBAHHAasl HA 3aTpaTamu, 1100 [OCHOBAaHHBIE HAa XOPOLIO  [MCIIOJIb30BATHCS B
I0KA3aTeJIbCTBAX Ha000pOT BoINoHeHHBIX PKU min  [bonpiinHCTBE
BbICOKOI'0 Ka4yecTBa HEOIIPOBEPKUMBIE CIIy4aeB y

T0Ka3aTeNIbCTBA, [IPEUMYILIECTBEHHOTO

[PEICTABJICHHBIE B KAKOW- [KOJIMYECTBA

oo npyroit hopme. [aleHToB 0e3

/lanpHeimme Kakux-J1100

MICCIIEIOBAHMS BPSI TN M3MEHEHUN U

M3MEHST Hally MCKJTFOYCHUI

[YBEpPEHHOCTD B OLICHKE

COOTHOILICHUS MOJIb3bI U

HCKA.

1B [losb3a oTueTIMBO |/loKazaTenbCcTBa, CunbHas
CuibHast [peBaJupPyeT HAJl |OCHOBAHHBIC HA [PEKOMEH1allusl,
pexoMeHxanus, [PUCKaMU U pesynbpTaTax PKU, [IPUMEHEHUE
OCHOBAHHAasl Ha BaTpaTami, TM00  [BBITOJHEHHBIX C KOTOPOU BO3MOKHO
10Ka3aTe1bCTBAX Ha000pOT HEKOTOPBIMH B OOJIBIIMHCTBE
YMEPEHHOI'0 KayecTBa OrpaHUYECHUSIMU CIy4acB

(MpoTHBOpEUNBbHIE

[pE3yJIbTaTHI,

METO0JIOTHYECKUE
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COOTHOIICHMUA ITOJIB3bI U
[PUCKA U MOT'YT UBMCHUTb
CC.

1C [lonb3a, BeposiTHO, [JloKka3aTenbCTBa, OTHOCHUTEILHO
CujbHasi Oyner OCHOBaHHBIC Ha CUJIbHAS
peKxoMeHaanusl, [IPEBAIMPOBATH HA0OCEPBAIIMOHHBIX [PEKOMEH/IaIIns,
OCHOBaHHAasi HA BO3MOXHBIMU MCCIICIOBAHMSIX, KOTOpPasi MOXKET OBITh
MoKa3aTeJIbCTBaxX [pUCKaMu 1 0CCCUCTEMHOM M3MEHEHA IpU
HU3KOI0 KayecTBa BaTparaMu, TU00  [KIMHUYECKOM OTIBITE, [MOTy4eHU N
HA000pOT pesynbratax PKU, TOKa3aTeNbCTB Ooliee
BEBITIOJTHCHHBIX C BBICOKOTO KauecTBa
CYILIECTBEHHBIMU
HeocTaTkamu. JIroOas
oLieHKa Y dexTa
[pacIiCHHBAETCS KaK
HEeoMpeIeJICHHAsI.
2A [Ionp3a Hane:xapie Cirabas
Caabasi pekoMeHIaIus, [COIOCTaBUMa C TOKa3aTeNIbCTBA, [PEKOMEHTAITUS.
OCHOBaHHAasl HA BO3MO>KHBIMU OCHOBaHHBIE Ha Xopomio  [Beibop Hanmyyiien
moka3aTeJbCTBaX [PUCKaMH U BbIOJIHEHHBIX PKU nin  {rakTuku Oyner
BbHICOKOI'0 KauecTBa BaTpaTaMu [OJITBEP>K/ICHHBIE JPYTUMU 3aBUCETh OT
HEOIPOBEPKUMBIMU KIIMHHYECKOM
TaHHBIMU. CUTYaIluu
lanbHeitmme (0OCTOSITENBCTR),
VICCIICIOBAHMS BPS JIN ManyueHTa uin
M3MCHSAT HAIly COLIMAJIBHBIX
[YBEPEHHOCTH B OLICHKE [IpEATOYTEHUH.
COOTHOIIICHUS TTOJIb3BI U
HCKa.
2B [Tons3a JloxazarenbcTBa, Cmabast
Ciabasi pekoMeHJalus, [CONOCTaBUMa C OCHOBaHHBIC Ha [PEKOMEHTaITH.
OCHOBAHHAA HA [PUCKaMH U pe3ynbratax PKU, IAIbTEpHATUBHAS
0Ka3aTeIbCTBAX OCIIO)KHEHUSIMH,  [BBITIOJTHEHHBIX C TaKTUKa B
YMEPEHHOT0 KauecTBa  |0JHAKO B ATOM CYIIECTBEHHBIMU OTIpeIeTICHHBIX
OIICHKE €CTh OTpaHUYEHUSIMU CUTYaIUSX MOXKET
HEOPeIeIEHHOCTh.|(MPOTUBOPEUHBHIC SIBUTHCS TS
[PE3YNbTATHI, HEKOTOPBIX
METOJI0JIOTHIECKHE MMAIUECHTOB JTyUIIIHM

e eKThl, KOCBEHHBIE UITN
CIIy4aiHbIE), WIN CUJIbHbBIE
TOKa3aTelIbCTBA,
[pE/ICTaBICHHBIE B KAKOW-
mu6o apyroit popme.
lanpHeimme
MiccieIoBaHus (€CIH OHU
[MPOBOJSATCS ), CKOpEE BCETO,
OKa)KYT BIUSHHUE HA HAITy
YBEPEHHOCTH B OLIEHKE
COOTHONIEHUS TOJIb3bI U
[pYCKa ¥ MOTYT U3MEHUTH
ee.

BEIOOPOM.
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2C

Caabasi pekoMeHAaN M,
OCHOBAaHHAasi HA
MoKa3aTeJbCTBaX
HU3KOI0 Ka4ecTBa

HeomHo3Ha4YHOCTE
B OIICHKC
COOTHOIIICHUS
[10J1b3bI, PUCKOB U
OCJIOKHCHUH;
[10JIb3a MOXKET
OBITH COIIOCTAaBHMa
C BO3MOKHBIMHU
[pUCKaMH U
OCTI0KHCHUSIMHU.

/lokazaTenbCcTBa,
OCHOBaHHBIC Ha
00CepBalIMOHHBIX
MCCIIeIOBAHUSX,
OECCUCTEMHOTO
KJIMHHYECKOT'O OITbITa WIIH
PKU c cymecTBeHHBIMU
HeocraTkaMu. JlroOast
orieHKa A dekra
[pacIiCHHBACTCS KaK
HEeonpeIeJICHHA.

Ouensb cnabas
[PEKOMEH Al
QJIbTEPHATHBHbIC
[10/1X0/Ibl MOTYT
OBbITh HCIOJIB30BAHbI
B PAaBHOM CTEIICHHU.

*B tabnuue nudpoBoe 3HaUCHUE COOTBETCTBYET CHIIE PEKOMEH A, OyKBEHHOE -

COOTBETCTBYET YPOBHIO JOKA3aTCIIbHOCTH

AKTyaJIn3auus JaHHBIX KIMHUYECKUX PeKOMEeH1aluii 0y/1eT MPOBOAUTHCS He peike, YeM

OJMH pa3 B nATh JieT. [IpunsaTHE pelieHus1 060 00HOBJIeHUH Oy1eT NPUHATO HA OCHOBAHUH

NpeaioKeHu i, MpeIcTaBJIeHHBIX MeTUIIMHCKUMHU MPO(ecCHOHATIBLHBIMHA

HCKOMMEPYECCKUMHU OpPpraHu3anusaMu € y'—léTOM pe3yabTaToB KOMILJIEKCHOM OI€HKH

JIEKApPCTBEHHBIX MPENnapaToB, MeIMLIMHCKUX U3/IeJIUIi, a TaKKe Pe3y1bTATOB KIMHUYECKOI

anpodanum.

Ipunoxenne A3. CBsizaHHbIE JOKYMEHTbI

Iopsiaku oxka3aHusA MeTHIITHHCKOH MOMOIIIN:

[Tpuxa3z MunucrepctBa 3apaBooxpanenust Poccuiickoit ®denepanuu ot 25 okts6ps 2012 r. No

4401 "OO6 ytBepxkaeHuu [lopsnka okazaHuss MEIUIIMHCKON OMOIIH 110 MpoduIio "neTcKas

kapauoziorus” (3apeructpupoBaHo B Muntocte PO 4 nekaOps 2012 r. Perucrpanronssiii No

26000

[Tpuxa3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit @eneparnuu ot 15 Hos6ps 2012 r. No

918u "OO0 yrBepxknenuu [lopsiaka okazaHus METUITUHCKONM MTOMOIIM OOJIBHBIM CEPIECYHO-

cocyaucTeiMu 3a0oseBanusMu" (3apeructpupoano B Muntocte PD 29 nexabpst 2012 r.

Peructpanmonnsiit No 26483)
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Ipuio:xkenne b. AropurMbl BeJleHUsI MAUMEHTA

[MansesT cHERCONE H/HIH VIUTEREHNEM HHTEPEATA
QT ma 3KT

!

JHArHOCTHEA

KorcyaeTanea
COEMHATHCTA

Jlemerde B auGyISTOPEER

VCITOEHAX

MMosHETOpHET
MEMHERTA

JNEEOCTOROHETE

Ipunoxenne B. Undopmanus 11 nauMeHTOB

Cunapom ymuHeHHoro uHTepBaia QT 3To 3a0oneBaHue, OTHOCSAIIEECS K HApYILICHUSIM pUTMa
cepla, Mpu KOTOPOM HapymaeTrcs pabota MeMOpaHbl cepieyHON KIeTKH. B 3aBucumocTu ot
IIPUYMHBI BOSHUKHOBEHHUS PA3JIMYaIOT IEPBUYHBIN U BTOPUYHBIN CUHIPOM YJIMHEHHOIO
untepsana QT.

[Ipn4rHOM MEpBUYHOTO CUHAPOMA BCETA SABISETCA MyTallus B reHe. Becero B HacTosiee Bpemst
n3BeCTHO 10 reHoB, MyTaluy B KOTOPBIX MPUBOJAT K PA3BUTHIO CHHIPOMA YJIMHEHHOTO
untepBana QT. ['eHeTnyeckas MyTanusi MOKeT ObITh KaK YHACJI€I0BaHa OT OJHOTO WM 000MX

pO}IHTeHeﬁ, TaK U MMOABUTHCA BICPBLIC Yy MTAIUCHTA.
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[TpryrHaMu BTOPUYHOTO CUHApPOMa yaiauHeHHoro uHTepBasia QT MoryT ObITh pa3indHbIe
COCTOSIHUS (3JIEKTPOJIUTHBIC HAPYILICHHsI, OTPABJICHUS PTYThIO U OpranopochopHbIMU
MHCEKTULUAAMHU, HU3KOOETKOBAasl TUeTa, HEPBHAsI aHOPEKCHS], MHTPAKPAHUAIbHBIE U
cybapaxHoOHMIaIbHbIE KPOBOU3IHSHUSA, ToHast AB O10kaja, CHHycoBasi OpauKapus,
MHUOKAPANUTHI, KapIUOMHUOIIATHH, 3200JI€BaHUS SHIOKPUHHON CUCTEMBbI) U IIPHEM HEKOTOPBIX

JICKApCTBCHHLIX CPCACTB.

OCHOBHBIM TIPOSIBJICHUEM CHHIPOMA YIJTMHEHHOTO HHTepBaia QT SBISIOTCS CHHKONATBHBIC
COCTOSIHUS (OOMOPOKH ), KOTOPBIE BOZHUKAIOT BCIICACTBUE HAPYIIICHUS PUTMA CEePIIa -
GUOPHILTALINN KETYTOUYKOB.

OOMOpPOK MOKET OBITh CITPOBOLIMPOBAH 3MOIMOHATIBHON MU (PU3HUECKON HArpy3Koi, pe3skum
3BYKOM, BOJIOM, UCITyTOM. B HEKOTOPBIX CIIy4asiX IPUCTYI KEIyT0YKOBOM TaxXUKaApIAUU
BO3HHMKAET BO CHE MJIH B IOKoe. MIHOT1a mepe; 0OMOPOKOM MOKET OBITH OIIYIIICHNE
cepAneONeHNS; Yale BCero MpeABECTHUKN OTCYTCTBYIOT. Bo BpeMst oOMopoka A/l u mynbc
MOTYT HE OIPEAEIAI0TCS, OTMEUaeTCsl 0J1eTHOCTh KOXKHBIX OKpOBOB. [Ipu niuurensHocTu
00MOpOKa MUHYTY U 60Jiee BO3MOXKHO Pa3BUTHE CYJJOPOT, HEIIPOU3BOIBHOIO MOYEHCITYCKAHUS
u/vim e exaum, 94To 3a4acTylo IPUBOIUT K OMIMOOYHOMY AMArHO3y SHWIencun. B ciyyae
BO3HUKHOBEHUS1 oOMopoka y manueHTa ¢ CYUQT HeoOX01uMO IpOBECTH MEPOTIPHSITHS
CEpJIEYHO-JIETOYHON PeaHUMAalUN.

[Ipu 3TOM 3200J7€BaHUN UMEET MECTO BHICOKUH PUCK BHE3AITHOM CEpJICYHON CMEPTH, KOTOpas B

HCKOTOPLIX CiIydadaXx ABJIACTCA NEPBLIM CUMIITOMOM 3a00JIeBaHUs.

Juarnoctupyercs 3a00jieBaHHE Yallle BCEro B CBs3U ¢ n3MeHeHus MU Ha DKI' B BUjie y/UIMHEHUS
untepBasia QT 6onee 450 mc. Kpome Toro, 3a0oneBaHre MOXKET ObITh TMarHOCTUPOBAHO MPU
00cIIeI0BaHUH 110 TTOBOJY BIIEPBbIE BOZHUKIIETO CHHKOMAIBHOI'O COCTOSHHUSL.

B cnyuae BrisiBinenust uamenennii Ha OKI' Heobxoanma cpodHasi KOHCYIbTAIUsI KapaHoJIora ¢
LeJIbI0 BRIACHEHUS IpUYUH yasinHeHus untepsaia QT u onpenenenus npornos3a. O0cienoBaHue
BKJItOUaeT B ce0st kpome crtanaapTHoi DKI' cyrounoe monuropuposanue OKI,
sxokapauorpaduro, mpody ¢ Harpy3Koil (TPEAMUIII-TECT WU BEIOIPTOMETPHIO), OTIpEICTICHUE
ypoBHsI 351eKTpotuToB KpoBH. [Ipu BeisiBnenun Bropuunoro CYNQT HeoOXxoauMo yCTpaHHUTh T
MaTOJIOTUYECKUE COCTOSIHUS, KOTOPBIE MpUBeENU K n3MeHeHusM Ha DKI' — koppekius ypoBHs
AIIEKTPOJIUTOB, TNOO HOpMATU3AMH (DYHKIIUK TTOPAKEHHOUN HIOKPUHHOM JKeJe3bl, WK
MpeKpalieHue npruema jekaperna. B ciiyyae ycranoBnenus quartosa nepsuanoro CYUQT
HE0OXO0IUMO JOTIOTHUTENHHO 00cIe10BaTh YieHOB ceMbu. [lanent ¢ nepeuunbiv  CYUQT
HYXKJaeTCs B IOCTOSSHHOM HAOMIOACHUH KapAHOJIOTOM U PETYIIPHOM MOHUTOPUPOBAHHUH
($akTOpOB prCcKa BOSHUKHOBEHHSI CHHKOIIATBHBIX COCTOSIHUMN, 1a)K€ B OTCYTCTBUE KITMHUYECKHIX
MPOSIBIICHUH 3a00IeBaHMSI.

OcnosHo#t nenbto geuenuss CYUQT sBnsercs npoduiakTHKa pa3BUTHS KEITYI0UKOBOM
TaXWKaAPJWUU U CIEIOBATEIHFHO CHHKOMAIBHBIX COCTOSTHUN. JIeueHne BKIItoyaeT B ce0st
MeINKaMEHTO3HYIO TePAINI0, ONIEpaTUBHBIE METO bl (MMIIAHTAIUS KapHOBEpTEpa-
nedubpunsaTopa, yaajieHUE JICBOTO 3B€3/149aTOT0 TaHTIINS ), I3BMEHEHHS 00pa3a KU3HHU.
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K MennkaMeHTO3HOM Tepanuy OTHOCATCS OeTa-alpeHO0I0KATOPhl — aHTHAPUTMUYECKHE
npenaparsl. B Hamen cTpane UCIob3yeTcsl IPEMMYILECTBEHHO aTeHo10J1. HazHadaercs oH npu
HAJIMYMY y TAIIMEHTa CHHKOMAJIBHBIX COCTOSIHUH, TMOO0 BHICOKOTO PUCKA UX PAa3BUTHS. ATEHOJIOIN
Ha3HayaeTcs [MOCTOSHHO I10 )KU3HEHHBIM MIOKa3aHUSAM, CTPOro perysspHo. OTMEHSTH ero
CaMOCTOATEIbHO HeJIb3sl. J[axe mpu HeoOXOAUMOCTH MPOBEICHHS JOTTOTHUTEIBHBIX
oOciieZIoBaHUI HATOIIAK (HAIpUMEp, FACTPOCKONHUS WIIM OMOXUMHYECKUI aHAIN3 KPOBH),
IIPUEM aTEHOJIONA He NpomyckaeTcs. Kpome Toro, Bce ManueHTsl OJIy4aroT IIpenaparbl MarHus
U Kauns Kypcamu. Kanuii 1 Marauii — 3T0 MHHEpaJibl, HEOOXOIUMBIE JUISI HOPMAJIbHOW PabOTHI
IIPOBOJIALLEH CUCTEMBI CEPLIA.

Ecnu coxpansitotrcsi 0OMOpOKH Ha (pOHE aHTUAPUTMUUYECKOM Tepanuu, a TaKkKe MPU HEKOTOPHIX
FeHEeTUYECKUX BapUaHTaX CUHAPOMA, XapaKTEPU3YIOIINXCS OCOOCHHO BHICOKMM PUCKOM
BHE3AIHOM CepJIeUHOI CMEPTH, IPOBOAUTCS ONIEPATUBHOE JICUCHUE - HWMILIAaHTAIIHS
KapaunosepTepa-aepudpmsTopa. [Ipu 3ToM, aHTHApUTMUYECKAs Tepalus HE MPEeKpaIIaeTcs.
Kapaunoseptep-aesuOpusitop HeoOX0IUM ISt TOTO, YTOOBI IPEOTBPATUTH (aTalbHbIE
OCIIO’)KHEHUS B CIIy4ae Pa3BUTHUS KeNyI0UKOBON TaXUKAPIHH.

JleBb1i1 3B€314aTHIN FAHTIIMHI SIBJIAETCS YACThIO CUMIIATUYECKOM HEPBHOW CHCTEMBI, Y4aCTBYET B
peryJsiiiy puTMa cepana. Y JajeHue Npou3BOANUTCA Xxupyprudaeckum nyrem. [Iponeaypa
IIOMOTAET CYIIECTBEHHO CHU3UTh YaCTOTY CUHKOIIAJIbHBIX COCTOSHUN.

[Tpu Hanuuuu cuHApoMa yniauHeHHoro uaTepsana QT, gake mpu JerkoM TeueHuu 3abo0JeBaHus,
IPOTHBOIOKA3aH NPOPECCUOHATIBLHBIN CIIOPT. Y POBEHB JOMYCTUMON (PU3NIECKOI HArPy3KH
oTpezeNnseTcss KapAuoJIoroM. YUuThIBasi, 4TO 0OMOPOK MOXKET BO3HUKHYTh B BOJIE,
PEKOMEHI0BaHO MO0 BO3AEPKATHCS OT 3aHATUH IJIaBaHUEM, JIMOO HE IUIaBaTh B OJIMHOUYECTBE.
Heo0xonnMo HCKITIOUNTE IPUEM IpenapaToB, yanuHsommx uarepsai QT.

HpI/I BO3HHKHOBCHHUHU COCTOHHHﬁ, COMMPOBOKAAOIINUXCA JICKTPOJIMTHBIMHA HAPYIICHUAMU (TaKI/IX
Kak, Juapesa, MHOT'OKpAaTHaA pBOTa), HCO6XOI[I/IMO Cpa3y NMpoBOAUTH KOPPECKIUIO YPOBHA
SJICKTPOJIUTOB BO n30exxaHue pa3BUTHUA )KeHYI[OqKOBOﬁ TaXUKapAaAnuu. HpI/I HaJIU4YHUH
CHHKOIIAJIbHBIX COCTOSHUI PEKOMEHAOBAHO IO BO3MOXKXHOCTU n3oerath CHTyaHHﬁ,
MMPOBOLUPYIOLIUX 06M0pOKI (1)I/I3I/I‘ICCKI/IX Harpy3ok, p€3Kux 3ByKOB, CTPECCOBBIX CHTyaHHﬁ.

[Tepuon 6epeMeHHOCTH, POJIOB U MOCIEPOAOBBIN MEPUO Y KeHIIUH ¢ iepBudHbiM CYUQT
OTIIUYAIOTCSI BBICOKUM PUCKOM BO3HUKHOBEHUSI CUMIITOMOB. B 3TOT nepuoa HeoOXoaum
TIIATENbHBIA KOHTPOJIb 32 COCTOSTHUEM KEHITUHBI. HeronmycTuMo OTMEHSTh MpueM
AHTUAPUTMUYECKOM TEPANUK WIIM YMEHBIIATH A03Y MIPENapaToB B 3TOM NEPHO/IE.

[Ipu nosiBJIeHUU HOBOTO YJieHA CEMBbH (pOXKIACHUE peOeHKa), HEOOXOIUMO €Tr0 00CIeT0BaTh IS
BbIsIBIICHNA y Hero npossieruit CYUQT.
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Hpuiaoxenne I'.
.. — JIeKapCTBEHHBIN IIpenapar, BXoasuuii B [lepeyens )KU3HEHHO HEOOXOUMBIX

BaXHEHILINX JIEKAPCTBEHHBIX IIPENApaTOB JJIsl MEAULIMHCKOIrO IpuMeHeHus Ha 2017 rox
(Pacnopspxenue [IpaBurensctBa PO ot 28 nexabpst 2016 roga N 2885-p)
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