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DenepanbHble KIMHHUYECKHE PEKOMEHIANNH M0 OKA3aHUI0 MeTMIMHCKOH MOMOIIHM JeTAM €
CHHIPOMOM Yy/IJIMHEHHOTro HHTepBaia QT.

JlaHHbIe KJIMHUYECKHE PEKOMEHIAIUU MOArOTOBJIEHbI COBMECTHO ¢ Accomuanuein JeTCKHX
KapauoJsioroB Poccuu, paccMoTpeHbl U YTBEPK/I€HbI HA .......

PaGouyas rpynna:
[konpHMKOBAa M. A., 1.M.H., ipodeccop
Nnenaposa P.A., kana. Men. HayKk
Xapinan M.C., K.M.H.

METOAOJIOT'UA

MeToapbl, HCTIOIB3yeMble 17151 cO0pa/cesieKIHM I0KA3aTeIbCTB: TIOUCK B JICKTPOHHBIX 0a3zax
JIAHHBIX.

OnucaHue MeTOJ0B, HCNOJb30BAHHBIX /I OIEHKH Ka4ecTBa M CHJIBI /I0KA3aTeJIbCTB:
JI0Ka3aTelIbHOM 0a30ii 1JIsi peKOMEHIAluil SBJISIOTCS MyOnuKaiuu, Bome e B KoxpelHOBCKyto
oubmmoreky, 6a3sl nanabix EMBASE, MEDLINE u PubMed. T'ny6una moucka - 5 jer.

MeToabl, HCIOIBb30BAHHBIE 1151 OLIEHKH KaYeCTBa H CHJIBI 10KA3aTeIbCTB:

o KOHCEHCYC 3KCIIEPTOB,;

. OLICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.
Metoabl, HCII0/Ib30BaHHbIE /ISl AHAJIN3A I0KA3aTeJIbCTB!

o 0030pbI OITYOJIMKOBAHHBIX META-aHAIH30B;

o CUCTEMAaTHYeCKUE 0030pbl C TAOJIMLIaMU JOKA3aTENbCTB.

Onucanue MeTO0B, MCIOJIb30BAHHBIX /ISl AHAJIN3A /I0KA3aTeJIbCTB

[Tpu oT6ope myOauKanuii, KaKk MOTEHIUATIbHBIX HCTOYHHUKOB JI0OKa3aTeIbCTB, UCII0JIb30BaHHAS B
KaXJIOM HCCIICIOBAHUM METOJOJIOTHS M3Y4aeTcsl IUIsl TOTO, YTOObI YOIUThCS B €€ BaJMIHOCTH.
Pe3ynbTar n3yueHus BIUSET HAa YPOBEHb J10Ka3aTeNbCTB, IPUCBAUBAEMBbII MyOIMKAIIUH, YTO B CBOIO
ouepe/ib, BIMIET Ha CUIIy pEKOMEHAAIU.

JU1s MUHUMH3AIMK TOTEHIUAIBHBIX OIIMOOK KaXK10€ UCCIIeI0BaHUE OLEHUBAJIOCh HE3aBUCUMO.
JltoOble pa3nuuusg B OLIEHKaX OOCYXJaduch BCEW TIpyNIoil aBTOPOB B IMOJIHOM cocrtase. [Ipu
HEBO3MOXXKHOCTH JOCTHXKEHHSI KOHCEHCYCca MPUBJIEKAJICS HE3aBUCUMBIN KCIIEPT.

Tabaunbl A0Ka3aTeNbCTB: 3aM0JHAIUCH ABTOPAMH KIIMHUYECKUX PEKOMEHIallnH.

MeToabl, MCI0JIb30BAHHBIE 1151 (GOPMYJIMPOBAHUS PEKOMEHIALMIA: KOHCEHCYC SKCIIEPTOB.

HNuauxaTopsl 1odpokavecTBeHHoil mpakTuku (Good Practice Points — GPPs)

Pexomennyemas n1o0pokayecTBeHHasl MpPaKTUKa 0a3MpyeTcs Ha KIMHUYECKOM OIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEH AU,

IKOHOMHUYECKUH aHATH3

AHaiau3 CTOMMOCTM HE TMpoBOAWICA M NOyOonukanmuu 1o  (apMakKOdKOHOMHUKE He

aHAJTM3UPOBAIUCH.
Metoa Baqman3anuu peKoMeHIauui
o BHemnss skcnepTHas OLCHKa.
o BHyTpeHHs4 SKcIIepTHAsI OLIEHKA.

Onucanue MeTO01a BAJIMIN3AIUA PEKOMEHIAUM I

Hacrosimue pekoMeHanuu B MpeIBapuTEILHON BEpCHH ObUTH PEIEeH3UPOBAHBI HE3aBUCUMBIMHU
AKCIIEPTAMHU, KOTOPBIX, MPEXKIE BCETO, MOMPOCUIU MPOKOMMEHTUPOBATH, HACKOJIBKO JOCTYITHA IS
MMOHUMAHUS UHTEPITPETAINS JOKA3aTeIbCTB, JIeKaIas B OCHOBE PEKOMEHIAITUH.

Ot Bpauel mepBUYHOTO 3BEHA (JIETCKUX KapAHOJIOTOB) MOTyYeHbl KOMMEHTAPHH B OTHOIICHUH
JIOXOTYMBOCTH M3JIOKEHUS JAHHBIX PEKOMEHJAINM, a TaK)KEe MX OIEHKAa BAXKHOCTHU TPEJIaraeMbIX
PEKOMEHJalMi, KaK UHCTPYMEHTA MMOBCEITHEBHOW MPAKTHUKHU.

Bce kommeHTapum, TMOJTy4Ye€HHBIE OT OKCIIEPTOB, TIIATEIBHO CHCTEMATU3HPOBAIUCH U
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o0cyxnanuch WwieHaMu padoueil Tpymmsl (aBTopamu pekoMeHnamnuii). Kaxapiii myHkT obcyxaancs
B OTAEIBHOCTH.

KoHcyabTanus ¥ 3KcnepTHAs OLEHKA

[TpoekT pexomeHJauMi ObUT PELEH3MPOBAH HE3aBUCHUMBIMHU 3KCIIEPTAMHU, KOTOPBIX, MPExXIe
BCEro, IONPOCHWJIM IPOKOMMEHTHUPOBaTh  JIOXOAYMBOCTb W  TOYHOCTh  HMHTEPIpPETALUU
JIOKa3aTeJIbHOW 0a3bl, JIXKAIeil B OCHOBE PEKOMEHIAIIHA.

Pabouas rpynna

JUis OKOHYATeNnbHOM pelakuMu M KOHTPOJIS KayecTBa PEKOMEHJAalUud ObUIM MOBTOPHO
[IPOAHAIM3UPOBAHbl YJ€HaMH pabdouell IpyNIbl, KOTOPblE MPULUIM K 3aKIIOYEHHI0, YTO BCE
3aMe4aHusl U KOMMEHTapuHu SKCIEPTOB IMPUHATHl BO BHUMAHUE, PUCK CUCTEMATHMUYECKUX OLIMOOK

IpH pa3pabdOTKe PEKOMEHIAIHMI CBE/ICH K MUHHUMYMY.
OcHOBHBIE peKOMEH AU
Cuna pexomeHganuii (1-2) Ha OCHOBaHMM COOTBETCTBYIOLMX YPOBHEH Joka3arenbcTB (A-C) u

UHIAKATOPBI JOOpOKaYeCTBCHHOM mpakTuku (Taba. 1) — good practice points (GPPs) mpuBoasiTcs

IPH U3JI0KCHUH TEKCTa PEKOMEH IAIH.

Tabmuua 1.

Cxema /17151 OLIEHKH YPOBHSI PEKOMEH Jaluil

Crenensb CooTHoleHue Metononoruyeckoe kadectBo | [losicHeHUs 1o
JAOCTOBEPHOCTH pucka U | UMCIOIINXCS JI0KA3aTEIbCTB MIPUMEHEHUIO
peKoMeHIanui MIPEUMYILECTB pEKOMEH Ialuit
1A ITonb3a otuernuBo | HenmporuBopeuusbie CunpHas
CunbHast npeBalupyeT  HaJ | JOKa3aTelbCTBAa, OCHOBAHHbBIC | PEKOMEHIAIHS,
pexoMeHaanusi, pucKamu M | HA XOpOIIO  BBHIMOJHEHHBIX | KOTOpast MOXET
OCHOBAaHHAasI Ha | 3atparamu, Jubo | PKI wim HeonmpoBep:KHUMBIE | UCTIONB30BAaThCS B
JA0Ka3aTeJIbCTBAX | HA000POT JI0Ka3aTeNbCTBA, OOJIBIINHCTBE
BBICOKOI0 MpE/ICTAaBJICHHbBIE B  KaKoOWi- | clIy4aeB y
KayecTBa 6o apyroi Gopme. MPEUMYILIECTBEHHOTO

JlanpHeie — MccieIoBaHUS | KOJIMYECTBA

BpSAl JU HU3MEHST Hally | MalueHTOB 6e3

YBEPEHHOCTh B OIIEHKE | KaKHX-JIH0O

COOTHOIICHUS  TIOJIb3bI W | U3BMEHEHUI u

pucKa. VCKJIFOUEHHI
1B [Tonp3a otuernuBo | JlokazarenscTBa, OCHOBaHHBIE | CUiIbHAS
CunbHast npeBaIupyeT Haja | Ha pe3yabTaTax PKWH, | pexomeHnanus,
pexoMeHaanus, pucKamu U | BBIIIOJIHEHHBIX C HEKOTOPBIMH | TPUMEHEHUE
OCHOBAHHAasl Ha | 3aTparaMd, JHOO | OTpaHUYEHUSIMHU KOTOpPOH  BO3MOKHO
A0Ka3aTeJIbLCTBAX | HA000POT (IpOTHUBOPEYHBHIC B OOJIBIITUHCTBE
YMEpPEHHOTr 0 pe3yabTaThl, Clly4yaeB
KayecTBa METOJOJOTUYECKHE  OIIMOKH,

KOCBEHHBIE WJIM CIIy4ailHbIE U

T.I.), MO0  JAPYTrUX BECKHUX

OCHOBAHHUSX. JanbHelimme

uccinenoBaHus  (ecid  OHH

MIPOBOJSITCS), BEPOSITHO,

OKaXyT BIWSHHE Ha HaIly

YBEPEHHOCTh B OILICHKE

COOTHOIIICHUS TIOJIB3bI M PUCKA

Y MOT'YT U3MEHUTH €e€.
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1C [Tonb3a, BeposiTHO, | Jloka3zarenbcTBa, OCHOBaHHBIE | OTHOCUTEIBHO
CuabHast Oyzner Ha 00CepBallMOHHBIX | CHUJIbHAS
pexoMeHanus, MIPEBAIMPOBATH HAJ | UCCIICIOBAHUSIX, peKOMEeH1aus,
OCHOBaHHAas Ha | BO3MOKHBIMU OCCCUCTEMHOM  KJIMHHYECKOM | KOTOpasi MOYKET OBITh
A0Ka3aTeJbCTBAX | PUCKAMH u | onbite, pesyapratax PKU, | n3amenena npu
HHU3KOr0 Ka4ecTBa | 3aTparaMu, JIMOO | BBITIOJIHEHHBIX C | MOJIy4YeHUHU
Ha000pOT CYILIECTBEHHBIMU JIOKa3aTesIbCTB OoJiee
HemocTaTkaMu. JIro0as oreHka | BRICOKOTO KauecTBa
s dekra pacleHUBaeTCs Kak
HEOIpe/IeJICHHAs.
2A ITonp3a Hagexnsle  gokasarenncrBa, | Ciabas
Pexomennanmsi COINOCTaBHMa C | OCHOBaHHbBICE =~ Ha  XOPOILIO | pEKOMEHIAIIHSI.
HU3KOH CHJIbI, | BOBMOXXHBIMU BoimonHeHHbIX ~ PKW  wnm | Beibop  Hammydmei
OCHOBaHHAas HA | pUCKaMH U | HOATBEPKJACHHBIE JIPYTUMH | TAKTUKH Ooyner
JA0Ka3aTeJbCTBAaX | 3aTpaTaMu HEOIPOBEP>KUMBIMU JAHHBIMU. | 3aBUCETh oT
BBICOKOI0 JlanpHeWmme  uccleqOBaHUS | KITUHHUYECKOMN
KavyecTBa BpAl JIM  M3MEHAT  HAIly | CUTyalluu
YBEPEHHOCTb B orieHKe | (OOCTOSITEIBCTR),
COOTHOIIICHUS  TIOJIb3bl W | AIMEeHTa WA
pHUcka. COIMATIbHBIX
MPEIITOYTEHU.
2B [Tonb3a JlokazarenbcTBa, OocHoBaHHBIC | Crabas
Caabas COTIOCTaBUMa c | Ha pe3yabTaTax PKH, | pexomenamus.
peKoMeHanus, pUCKaMu Y | BBIIOJIHEHHBIX ¢ | AnpTepHaTUBHAS
OCHOBaHHaf Ha | OCJIOKHECHUSIMH, CYIIECTBEHHBIMH TaKTHKa B
JA0Ka3aTeJIbCTBAX | OJJHAKO B JTOM | OrpaHUYECHUSIMU ONpeACICHHBIX
YMEPEHHOT 0 OLICHKE ecTh | (MPOTUBOPEUUBHIE CUTyaIlUsIX  MOXET
KayecTBa HEONPEIEIEHHOCTb. | PE3YJIbTATHI, SIBUTHCS JUIst
METOJOJIOTUYECKHE JEePEKTHI, | HEKOTOPHIX
KOCBEHHBIE WJIM CIIy4yallHbIE), | MAUEHTOB JIYYIIUM
WU CWIbHBIE JIOKA3aTeJIbCTBA, | BHIOOPOM.
MpEeACTaBICHHbIE B  KaKOM-
160 apyroit Gopme.
JlanpHeWmme  uccieqOoBaHUs
(ecmu  OHHM  TPOBOAATCA),
cKopee BCETO, OKaXyT
BIIMSTHUE Ha Halry
YBEPEHHOCTh B OIIEHKE
COOTHOIIIEHUS TOJB3bl M PUCKA
Y MOT'YT U3MEHUTH €€.
2C Heonno3naunocts | JlokazarenbcTBa, OCHOBaHHBIC | OUueHb cnabas
Caadas B OIIEHKE | Ha 00cepBaIOHHBIX | PEKOMEH/IAIIHUS;
pexoMeHanusi, COOTHOIICHUS HCCIICIOBAHUSX, aTbTEPHATUBHBIC
OCHOBaHHAas HA | TIONB3bI, PUCKOB U | OECCUCTEMHOTO KIMHUYECKOTO | TOJIXOIBI MOTYT
JI0KAa3aTeJIbCTBaX OCIIOKHEHUIA; OonbITa U PKUA ¢ | OBITHL HCITOJIB30BaHBI
HHU3KOI'0 KayecTBa | I0OJb3a MOXET | CYLIECTBEHHBIMU B PaBHOU CTENEHHU.
OBITH COIIOCTaBMMa | HemocTaTkamMu. JIrobas orneHka
c BO3MOXXHBIMH | dpdeKkTa pacieHUBaeTCs Kak
pUCKaMu U | HEeOIpeIeICHHAs.

OCJIOKHCHUSAMU.
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CUHAPOM YIJIMHEHHOI'O UHTEPBAJIA QT
Cunapom ymmHeHHoro wuHtepBaia QT  (CYUQT) oTHOCHTCA K  ICHETHYECKH
JETCPMUHUPOBAHHBIM HAPYIIEHUSM PUTMa CEPJIIa, CONMPSHKCHHBIX C BHICOKMM PHUCKOM BHE3AITHOM
cepaevyHoi cmeptu. Kak as G0IbIIMHCTBA IEPBUYHBIX AJIEKTPUUIECKUX 3a00JEBAaHUN cepaia, s
CYUQT xapakTepHO cOYETaHHE MPAKTUYECKH OECCUMIITOMHOIO TE€YEHMS] M BHE3AIHOM CMEpTH.
[Tpu Hanbomnee TsHKEIBIX PopMax CUHAPOMA CUHKOIAIbHBIE COCTOSIHUS MaHU(PECTUPYIOT B IETCKOM

BO3pacTe.

OIIPEJAEJIEHUE
CunnpoMm yamHenHoro uHtepsaia QT siBisieTcst HacIeACTBEHHBIM 3a00JI€BaHUEM C BHICOKUM
puckom BCC, xapakrepusyronumcst ymmHennem untepBaia QT wa OKI, nmpucrtynamu nortepu
co3HaHUS Ha (HOHE AMHU30JI0B KUZHEYTPOKAIOMINX SKEITYIOYKOBBIX apUTMHM, HanOoliee 4acTo —
KEITYZI0YKOBOM TaxXUKapAHeW THUIMA «UpYydIT». B psge ciydaes, nepBbIM MPOSBICHHEM CHHIPOMA

MoskeT ciryxutb BCC.

KOJI MKB-10

| 45.8 — Cunngpom ynnuHeHHoro uHTepBaiga QT

SIMUAEMHUOJIOIUA
[TepBonaganbno CYUQT oTHOCMIICS K O4YEHb PEAKUM BPOXKACHHBIM 3a0oyieBaHUsM. B
CoenuHeHHbIX mTatax M EBpome, OCHOBBIBasCh NPEUMYIIECTBEHHO Ha PETPOCHEKTHBHBIX
UCCIIEIOBAaHMSX, MIPEIoNarajiy, YTo paclpoCTPaHEHHOCTh CUHPOMA B MOIMYJISALUN HE MPEBHIILIACT
ot 1:5000 no 1:20000. B 2007 roxy 3TOT moka3areib ObLI IEPECMOTPEH TPYIION HccienoBaTenei
Ha ocHoBaHMW momyisiuoHHOro OKI'  CKpMHMHTa HOBOPOXKIEHHBIX C  IOCIEAYIOIINM
TFeHETUYECKUM  aHAIM30M;  paclpoCTpaHEHHOCTh  CHHJIpoma  coctaBuia  1:2500-3000
HOBOpOAeHHBIX [1]. Cpean reHOTHIHPOBAHHBIX OONBHBIX MO Pa3HBIM TaHHBIM OT 10 1o 36%
CIIydaeB TPUXOJWUTCS HAa TaK HAa3bIBaeMble «HEeMbIe» MyTanuu. Jlonst GONMBHBIX € pa3IHYHBIMU
MOJIEKYJISIPHO-T€HETHYECKUMHU BapHaHTaMH CPEIM TeHOTHITMPOBAHHBIX IMAIIMEHTOB MPECTABIICHA B

tabmuie 1.

ITHUOJIOI'UA
Cunapom ymnuHeHHoro wHTepBaga QT oOycioBiieH MyTalMsiMH B TeHaX, KOJUPYIOIIHX
anbpa- U OeTa-cyObEeOUHUIIBI HMOHHBIX KaHAJOB MEMOpaHbl KapJUOMMOIMTOB, a TaKke
cneuuduyeckre OEIKH, OCYIIECTBISIONINE BHYTPUKIETOUHYIO PETYJISAIMI0 MOHHBIX TOKOB (Tabdl.
1). Cpenn TeHOTUIMPOBAHHBIX OOJBHBIX MYTAallMM B M3BECTHBIX TI'€HaX BBIABISIIOT B 50-75%

ciyuaes [2, 3].



Tao0muma 1

MoJiekyasipHO-TeHeTHYECKHE BADHAHTHI CHHAPOMA yaJuHeHHoro nurepsasa QT [2, 4, 5]

I'en benox Kanan HN3menenue Bapuant | Pacnpoctpanen-
MOHHOTO TOKa HOCTb
KCNQ1 KVLQT1 MenneHHbIiH Iks | LOT1 >50%
KaJMEBBIN
KCNH2 HERG BrIcTpBIii KanueBslit lr | LQT?2 35-40%
SCN5A Navl.5 [orenmmain- Ina T LQT3 10-15%
3aBUCUMBII
HATPUEBBIN
ANKB Ankyrin-B | Benok amanrtep Ina k| LQT4 <1%
KCNE1 MinK MenyieHHbIi Iks | LQT5 <5%
KaJIMEeBbIN
KCNE2 MiRP1 BrICTpBIN KanueBslit Ir | LQT6 <5%
KCNJ2 Kir2.1 Bxopasmiuii KaaueBbInd PR LQT7 <1%
CACNAI1C Cavl.2 Kanprmessiit lca 1 LQT8 <1%
CAV3 Caveoline 3 | - Ina 1 LQT9 <1%
SCN4B Nav4 Hatpuessrii Ina T LQT10 <1%
AKAP9 - MeneHHbIH Iks | LQT11 <1%
KaJIUEBBIN
STNA1 - [orentman- Ina T LQT12 <1%
3aBUCHUMBIN
HAaTPUEBBII
KCNJ5 GIRK-4 - IKr | LQT13 <1%
CALM1 KaJIbMOJYJINH | - - LQT14 <1%
CALM2 KaJIbMOIYJUH | - - LQT15 <1%
IMATOI'EHE3

Hapymenne ¢pyHKIMM HOHCIEM(PUUIECKUX KaHAJIOB CEPJIEUHBIX KJIETOK U CTPYKTYphI OEIIKOB,
perynupyromux HUx (QyHKUMOHMPOBAHUE MPHUBOIAT K MATOJOTMYECKOMY H3MEHEHHI0 CKOpPOCTH
WOHHBIX TOKOB W YBEIWYEHUIO NPOJOJDKUTEIBHOCTH IOTEHIMANa JACUCTBUSA, YTO Ha
ANIEKTPOKApAUOTpaMMe OTpaxkaeTcst yanuHeHueMm wuHTepBasia QT. BpoxaeHHsie wMyTranuu
CHOCOOCTBYIOT JHOO MOJHOM MoTepe (QYHKUMU MOPAKEHHOIO KaHaja, JUOO €€ CHIDKEHUIO.
VY anunenue [1]] cnocoGCTByeT BO3HUKHOBEHHIO MOOPOrOBBIX KosIeOaHUH MOTEHIMAIOB B (haze 2
WIM 3, TaK Ha3bIBa€MOM, paHHEH MOCTAENOSpU3aLMH, KOTOpasl SBJISIETCS TPUITEPHBIM (DaKTOpOM
JUISL BO3HHUKHOBEHHUS JKM3HEYrpoKarolled MNOJUMOpP(HON >KeITyAOYKOBOM TaxWKapIuu THIIA
«upyd>T». Taxukapaus TUNa «IUpy3T» HanOoJiee 4acTo SIBJISETCS MPUYMHON BHE3AaITHON CMEPTH Y
o6ombHBIX ¢ CYHUQT.

Baxxnyro posb B maToreHe3e 3a00jieBaHUSI UTPAET CUMITAaTUYECKUI TucOanaHc, MPUBOASIIUI
K yanHeHHnto uHTepBaia QT BcineAacTBUE yCHIICHHS JIEBOCTOPOHHEH CUMITATHYECKONM MHHEpBALUN

cepaua [6, 7].
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KJIACCUDPUKALIUA

Knaccupukanus CYUQT ocHOBbIBaeTCS Ha aHajIM3€ MOJIEKYJIIPHO-TEHETHMUYECKUX U
KIIMHUYECKNX OCOOCHHOCTSX 3a00JIeBaHHMS W B HACTOsIIEe BpeMs BKIOYaeT 15 monexynspHo-
TeHETHUYECKUX BapuaHToB (Tabd. 1).

Knunuueckast kiaccu@ukanys OCHOBBIBAETCS Ha OCOOEHHOCTSX TEUEHHMsl CHUHAPOMA.
Bbienaor yeTblpe OCHOBHBIX KIMHHUYECKHUX BapUaHTa: CHUHKONE B COYETAaHUU C YJUIMHEHUEM
untepBana QT na OKI'; yannnenue nntepana QT B OTCYTCTBUE CUHKOIIE; CUHKOIIE B OTCYTCTBUE
yruuaenust untepBana QT; ckpeitas ¢dopma (“form frust”), korma Hapsiay € OTCYTCTBHEM

KJIMHUYECKHUX MPOSBJICHHUI OTCYTCTBYIOT Marojoruyeckue u3menenus va DKI [8].

KIMHUYECKAS KAPTUHA
DEHOTUITMYECKH Pa3InYal0T HECKOJIbKO BAPUAHTOB CHHAPOMA: HanboJee pacipoCTpaHEHHBIH
cuaapom PomaHo-Yopna; MeHee pacmpoCTpaHEHHbIE, HO 0ojiee 3JI0Ka4YeCTBEHHBIC CHHJIPOMBI
xeppenna-Jlanre-Hunscena u TuMoTH, a Takxke cuHaApoM AHaepcena-TaBuna.
Cunapom  Pomano-Yopaa  XapakTtepu3yercs  CHHKOMAJIbHBIMH  COCTOSIHUSIMH U
ANEKTpOKapAuOrpadhuIeCKUMU U3MEHEHUSIMU.

CuHKOIaJIbHBIE COCTOSHUSA MOTYT MaHu(ecTupoBath B Jt000M Bo3pacte. [IporHoctuyecku
HEOJIArONPHUATHBIM SBJISIETCSI BO3PACT MaHU(ECTAIIMH ITEPBOTO CHHKOIE paHee 6 JieT. Puck pa3BuTHs
KU3HEYTPOXKAIOUINX COOBITHH, TAKUX KaK CUHKOIIE, BHE3aIIHasl OcTaHOBKa KpoBooOpaienus u BCC,
B OOJIBINION CTEMEHU 3aBUCUT OT BO3pacTa M Moya. Y JUIl MY>KCKOTO Toja PUCK Pa3BUTHUS IIEPBOTO
CHHKOIIE BBIIII€ B JIETCKOM BO3PAaCTe M CHHKACTCS TOCIE MOAPOCTKOBOrO mepuona [9]. V keHmH
HaAMOOJIbIIIast BEPOSTHOCTD Pa3BUTHS MIEPBOT0 CHHKOIIE CYIIECTBYET B IOCiaepo1oBoM meproze [10].

B nopasnstonieM OONBIIMHCTBE CIy4aeB CHHKOIAIBHBIE COCTOSIHUSI pa3BUBAIOTCS Ha (OHE
CTPECCOBBIX CHUTyalui ((pU3NYECKON HArpy3KH, SMOIMOHAJIBLHOTO BO30YXkaeHus). HekxoTopsie
MIPOBOIUPYIOIINE CHHKOIME (PAKTOPBI SBISIOTCS TEHOCHEIU(PUUECKUMH M C BBICOKOH CTENEHbIO
JIOCTOBEPHOCTH TO3BOJISIFOT MPEIONIOKUTH MOJIEKYJISIPHO-TEHETUYECKUIM BapuaHT cUHApoma: mipu |
MOJIEKYJIIPHO-TEHETUYECKOM BapUaHTE - IJIaBaHKWE WU HBIpssHUs; npu || BapuanTe — pe3kuit 3ByK;
npu |1l Bapuanrte - cunkomne Bo cHe [11]. ¥ oxHOro marmeHTa MOTYT MMETh MECTO [Ba W Ooee
npoBoIUpytonux (akropa. HemocpeAacTBEHHO MOTepsl CO3HAHMS MPOJOIKAETCS B OCHOBHOM -2
MUHYTBI, penko mmrcs a0 20 wmuayTr. MHOTIA OOMOpPOK COMPOBOXAAETCS CYIAOPOTaMH U
HEIMPOU3BOJIHLHBIM MOUYEHCITYCKAaHUEM, YTO BEPOATHEE BCETO OOYCIIOBICEHO THIIOKCUEH MO3ra.

K anekrpokapauorpadudeckum mposisieHusM CYNQT oTHoOcATCS COOCTBEHHO YUIMHEHUE
unTepBana QT pa3iauuHO cTeneHu BRIPAXKEHHOCTH, a TaKKe u3MeHeHUs: Mopdornoruu 3yoma T.

Cunapom [[xeppemna-Jlanre-Hunbcena siBASETCS OTHOW M3 CaMBIX TSDKEIBIX KIMHUYECKUX

dopm CYUQT, xapakrepu3yercs COYCTAaHHEM CHHJAPOMA YJ/UIMHCHHOTO wWHTepBaia QT wu



9

BPOXKJICHHOW TIOJIHOM JABYXCTOPOHHEH TYroyxocThio. CHHAPOM OOYCIOBIIEH TOMO3UTOTHBIMHU WM
nByms rerepo3uroTHeiMu MyTarusMu B TeHax KCNQI u KCNEL; ayToCOMHO-PEIIeCCUBHBIN THIT
HacnenoBanus. Okoso 15% OGobHBIX pa3BUBAIOT CHHKOIE B BO3pacTe A0 rona, a 50% — B TeueHue
nepBbIX Tpex JeT Jku3Hu [12]. OcHoBHOW mnpoBoUUpYIOMKK (AKTOp CHHKONE — Harpyska
dbuznyeckas UM SMOLMOHANIbHASA. AHTHAPUTMUYECKas Tepanus O6era-0i0KkaTopaMu B OOJBIINHCTBE
ciyyaeB Hed(pdeKTHBHA, B CBA3M C 4YeM pPEKOMEHJOBaHAa MMIUIAHTAlUsl KapJIuoBepTepa-
nedudpumusropa (MK).

CunnmpoMm AmnHnepceHa-TaBuiia XapakTepu3yeTcs HATUYHEM TPHAAbl  CHCHH(PUISCKHX
MPU3HAKOB: IEPUOJUYECKOr0  KaIHMHUyBCTBUTEIBHOTO Mapajlnya, KpaHHO(acUUalIbHOTO H
ckeneTHoro aucmopdusma u ymHenne natepsaia QT [13]. B ocHoBe cuHIpoMa B OOJBIIHHCTBE
ciaydaeB (okono 80-90%) nexar myrauuu B reHe KCNJ2; Ttum HaciaegoBaHWs — ayTOCOMHO-
JoMHUHaHTHBIN. [lepuoanueckuit mapanuu Berpeuaercs B 100% ciydaes, 3a4acTyro pa3BUBAETCs Ha
doHe AMUTENBHO cCyllecTBYyIomeH cmadoctu; ManHudectupyer mmubo go 10 mer, nmubo B
MOJIPOCTKOBOM Bo3pacte. K kimaccuueckuM depraM AMCMOP(HU3Ma OTHOCIT HHM3KO IMOCAKEHHBIC
VIIHBIC PAKOBUHBI, THUIEPTEIOPU3M, ACPEKTHI MSITKOTO M TBEPIOTO HeO0a, MHUKPOTHATHIO,
KIIMHOJIAKTUJIMIO ¥ CHHIAKTHIINIO, HU3KHUH pocT U ckoyo3 [14]. Tlo3ke onucanbl 3yOHBIC aHOMATTUN
B BHJIE 33/ICPKKU IMPOPE3bIBAHMS WJIM OTCYTCTBUSA 3aKJIaJKH 3yOOB, M3MEHEHHUS IIBETa dMalU; K
PEIKO BCTpPEUYaeMbIM OTHOCAT H30JMPOBAHHOE YMEHbBILIEHHE pPa3MEpOB KUCTEH pPyK U CTOIN C
MHOTOHUYCCKMMHU U3MEHEHUSAMH B X MycKyaaType [15, 16].

CunzmpoM TuUMOTH, XapakTepH3yeTCsl IOJMOPTaHHBIM TIOPAKEHUEM, KOTOPOE BKIIOUACT
yanuHeHue uHTepBaia QT, cHHIAKTUINIO, BPOXKICHHBIE MOPOKU CepAlla, UMMYHOACHUIIUTHBIC
COCTOSTHUS, TPAH3UTOPHYIO THUIOTIMKEMHUIO, KOTHUTUBHBIE HapymieHus u aytusMm [17]. Cunmpom
oOycnoBnen Myrauusimu B reHe CACNAIC, xoaupyromeMm anbda-cyObeAMHUIlY KaJbLIUEBOTO
kaHana L Tuma, Haciemyercs o ayToCOMHO-JOMUHAHTHOMY THITy. CpemHsisi MpOAODKUTETLHOCTD
JKU3HU TIAllUEHTOB COCTaBNseT oOKoyo 2,5 mer. IlpuumHoii cmepTH B OONBIIMHCTBE CIy4yaeB
SBJISIFOTCSL  JKU3HEYTPOYKAIOIINE  JKEITYIOYKOBbIE TaXHapUTMUHM  (KETyAOYKOBas TaXUKap.IHs,
nepexoasm@as B GUOPWILISIMIO KETYI0YKOB); peke - HHGPEKIUH (HECMOTPS HAa arpecCUBHYIO

aHTI/I6I/IOTI/IKOTepaHI/IIO) " OCJIOKHCHUA B PE3YJIbTATC HGKOMHGHCHPOB&HHOﬁ THUITOTIJIMKEMUU.

JTUATHOCTHUKA
Juarnoctuka CYUQT ocHoBaHa Ha KpHuTepHsX, npemioxeHasle P. Schwartz B 1993 roay u
ycoBepiieHcTBoBaHHBIX B 2001 roay (tab. 2) [18, 19].
Tabnuna 2.

JlnarHocTuyeckrue KpUTEepUu CMHAPOMA YAJIMHEHHOro uHTepBaga QT.

| OKIT" nannble | bamn |
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QTc Boiee 480 mc 3
(mo hopmyne bazerra) 460-470 mc 2
450-459 mc 1
Taxukapaus Torsade de Pointes 2
AnprepHanus 3yona T 1
JAByropOsrii 3yden T B 3-x oTBeneHMsIX 1
Bpamukapays 05
Knunndeckue maHHBIS
Cunkormne Ha narpyske 2
Bue narpysku 1
Bpoxennas riyxora 0,5
CeMeitHBIM aHaMHE3
Hamuaue B cempe CYUQT 1
BCC no 30 ner Gikaiiiero poJacTBEHHUKA 0,5
< 1 6amn — Huskas BepositHoct CYUQT
>1 no 3 6amnoB — cpennss BeposTHocth CYUQT
>3,5 GamoB Beicokast BepositHocTh CYNQT

Bce Oonbuble ¢ mnonmozpenuem Ha CYUQT, a Takke uneHsl cemMbd IpolaHAa C
YCTQHOBJICHHBIM JIMAarHO30M, JOJDKHBI HMPOWTH KOMIUIEKCHOE KapIMOJIOTHYECKOe OOCIeoBaHUE,
LIEJIBI0 KOTOPOTO SIBJIIETCSI [TOATBEPKACHUE Inarno3a u ouenka pucka BCC.

Kiananko-anaMHecTHYECKHA METO.

[Ipu cOope anamHe3a HauOoybllee BHUMaHUE HEOOXOAMMO VYINATH TMOAPOOHOU
XapaKTEPUCTHKE CHHKOMAIBHBIX COCTOSHUI: BO3pacT MaHM(ECTalnuyd CHHKOIE, IPOBOLUPYIOIINE
CUHKOIle (hakTop (HAarpys3Ka, 3MOLMOHAJIBHBIA CTpecc, MpoOYyXJEeHUE, BOJa, BHE3ANHBIA 3BYK),
0COOEHHOCTH Hayajla U OKOHYaHHUs IPUCTYIa, CAMOYYBCTBHUE ITOCIIE BOCCTAHOBJICHUS CO3HAHMSL.

I'eneanornuyeckuii meron.

OO0s3aTenbHON YacThbiO OOCIEOBAaHUS SBISETCS COpOC CEeMEWHOro aHamHe3a (HaJu4ue y
POJCTBEHHUKOB | M 2 CTeNeHu poACTBA MPHUCTYNOB MOTEPU CO3HAHMS W/MIIM CIyyaeB BHE3AIHOMN
cmepTH B Bozpacte 10 40 net; yanunenue uatepBana QT na OKI unenoB cembu u/mim ¢ CYUQT y
POJCTBEHHHUKA), & TAK)KE TIOMCK OPAKEHHBIX WICHBI CEMBH.

JlabopaTopHble MeTObI 00C/I€10BAHUS.

buoxumuueckoe wuccieoBaHUE KPOBU C OLEHKOW 3JIEKTPOJIMTHOTO COCTaBa, OLEHKA
aKTUBHOCTH KapJuocnenuduuecknx (pepMeHTOB 1 MapKepoB BOCHAJICHHs, BKJIIOYasi UCCIIE0OBaHHE
TUTpPa AHTUTEN K CTPYKTypaM Cep/ia, a Takke TOPMOHAIBHOTO MPOQIIS IMIUTOBHIHON KEIe3bl
MPOBOJSITCSI C IENhI0 HWCKIFOUEHUS BTOPUYHBIX COCTOSHHIA, TMPHUBOIAIMIUX K SKETYIOYKOBBIM
TaXUAPUTMUSIM.

DileKTpoKapauorpagus.

[ToepxnoctHass DKI' B 12 oTBeneHHUsIX TPOBOIUTCS BCEM OOJBHBIM B KIHWHOMOJIOKCHUH,

opronoyioxkeHuu U nocie 10 nmpucenanuii co ckopocthio 50 Mm/c. OnleHMBAIOTCS OOIIECTIPUHSITHIC

10
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napametTpbl U UHTepBaNbl. s koppekuuu uHTepBan QT mo orHomenuto k UCC npumensercs
dopmysna Baserra (QT,c/VRR,c).

CornacHo pexomengaiusaMm 2008 roga NpuHATHL CIEAYIOLIME 3HAUYEHUS AJIS ONpPEAEICHUS
yuiuaenust uatepBaia QT: aiis nun sxenckoro noja QTe > 460 Mc, s Ul MyKcKoro nosa > 450
mc [20]. HopmatuBhubie 3HaueHust wHTepBaga QT u QTC s aereii ObLIM PaCCUUTAHHBIX B XOJE
OKTI' ckpununra, nposeaennoro B P® [21]. {ucnepcust uatepBana QT oTpakaeT reTeporeHHOCTh
IPOJODKUTEIBLHOCTH MIPOLIECCa PETOISIPU3AlMY B MUOKAP/IE KEIYI0UKOB. Y 30POBBIX AUCIIEPCHS
untepsana QT BapbupyeT oT 48+18 1o 54+27 Mc y B3pociubix u 21+11 mc y nereit B Bozpacte ot 7
1o 16 ner [22]. Mopdonorus kommiekca QRST pasnuuHa y 60JbHBIX C pa3HBIMH MOJIEKYIISIPHO-
FeHEeTUYECKUMHU BapUaHTaMHU CHUHIPOMAa M 3aBUCUT OT MopaxkeHHoro kaHana. Ilpu | Bapuante
peructpupyercs 3yoen T ¢ MIMPOKUM OCHOBaHHMEM M KOCOBOCXOJMAIICH dieBaiueit cermenta ST;
natroraoMonudeH i || Bapuanta aByropOwiii (niam 3a3yOpeHHbIM) 3yOer; T B mpaBbIX TPyAHBIX
otrBenenusx; i |1l Bapunanta xapaktepno yninuHenue uHtepBaia QT 3a cuer cermenra ST, 3y0en
T 06b1unO# Mopdomoruu [23].

Eme oganm xapakrepusim s CYUQT snekrpokapanorpaduyeckum (HeHOMEHOM SIBISETCS
MakpoanbpTepHauus 3yona T, TO ecTh M3MEHEHME MOJSPHOCTM M aMmIuiuTyael 3youa T B
MOCIIEA0BATEIbHBIX KapIUOIHKIax. AnbTepHalus 3yona T - mpu3HaKk BIPaXKEHHOHN AJIEKTPUUYECKON
HECTaOUJIbHOCTH MHOKapAa M acCOLMHUPYETCS C KEIyJAOYKOBOW TaXWUKapAHeW THMAa TUPYIT U
BbIpaxkeHHbIM Oosiee 500 mc yanuHeHuem uHtepBana QTc.

Hnst cunapoma TuMOTH XapakTepHO BbIpakeHHOe yannHenue uHTepBasia QTc (mo 700 mc),
Ha (hOHE KOTOpPOTro pa3BUBaeTCs (YHKIMOHAJIbHASI aTPUOBEHTPUKYIISIpHas OJ0Kaja C MPOBEAECHUEM
2:1 n makpoanbrepHauus 3youa T. OrmmmuurensHsiM OKI' mpusHakoM cuHIpoma AHIEpCeHa-
TaBuuna siBisieTcs HaJIM4KMe BHICOKOAMIUIUTYIHBIX 3yOnoB U, a Takxke crenuduyeckas Mopdonorus
3yona T ¢ mokatbIM, pacTSIHYThIM HUCXOJISIINM KOJICHOM.

Cyrtounoe monutopuposanue JKI'.

Cytounoe (xontepoBckoe) Mmonutopupoanre DKI' (XM-OKI') mpoBoauTcs /Uis BBISBICHUS
MapKepoB AJIEKTPUYECKOW HECTAaOMIbHOCTH MHOKap[a, a TaKKe COMYTCTBYIOIIMX HapylIEHUN
puTMa U npoBoaAUMOCTH. [Ipennourenue oTaaeTcs cucTeMaM ¢ ONIUeil aBTOMaTHYECKOTr0 aHaIn3a
untepBasia QT. TIpu XM-OKI' kpome oOOMIEIPUHATHIX NapaMEeTpOB CEPAEYHOrO pHUTMA
OLICHMBAIOTCS: TPOAOJDKUTENBHOCT MHTEpBaia QT B aBTOMaTHMYECKOM pEKUME, MaHyalbHas
onenka uarepBana QT u QTc Ha MunumanbHOM U MakcumanbHOl YCC; ocobeHHOCTH MOpdosiorun
syona T; manmuuue 3yomna U u makpoansTepHanmu 3y6ma T.

Ixokapauorpadpus.

Oxokapanorpaduyeckoe HCCIEAOBaHUE TMPOBOAUTCA BCEM OOJBHBIM NpU MEPBUYHOM

06CJ'IC,Z[OBaHI/I$I AJIL HUCKIIFOYCHUSA  OpT: QHUYECKOH MaTOoJIOTHHU cepana, a TakikKEe OICHKU
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IIEKTPOMEXAHUYECKOTO COOTBETCTBUSI CHUCTOJIBI KEIYJA0YKOB Ha (JOHE MU3MEHEHHS IMTEIbHOCTU
untepBana QT. B mononmHeHWe K CTaHAAPTHOMY MPOTOKOIY H3MEpPSIETCS COOTHOIIEHUE BPEMEHU
ANEKTPUYECKON U MEXAHUYECKON CHUCTOJIbI )KEITYTOUKOB.

Tect ¢ pu3NYeCKOl HATPY3KOM.

TecT ¢ pusznyeckoil Harpy3Koi MPOBOIUTCS BceM O0IBHBIM ¢ 1enbto nuarnoctuku CYUQT, a
Takke Ui omnpeaencHus 3¢GGEKTUBHOCTH aHTHApUTMUYECKoW Tepanuu. Tect ¢ ¢uznyeckoit
HArpy3KOH HMrpaeT BaXHYIO Pojib B MU epeHINATBHON TUArHOCTUKE MEPBUYHBIX U BTOPUIHBIX
dopm CYUQT, a Taxke BbisiBIeHNH HeMBIX GpopM. Kpome Toro, ananu3 auHaMuku uHTEpBaia QTcC
MO3BOJISIET TpoBecTH AuddepeHnranbublii auarno3 Hambonee pacrnpoctpanéHueix I, 11 u 1l
MOJIEKYJISIPHO-TEHETUYECKUX BApUAHTOB CHHIpoMa [24].

[TpomomxurensHocTh MHTEpBaIoB QT m QTC omeHuBaercs B HWCXO0Je, Ha MaKCHUMyMe
Harpy3Ku U Ha BOCCTaHOBJICHUHU.

IHosepxnocTHoe DKI' MoHMTOpHpPOBaHUe.

[IpoBonutcs ¢ nenpro auddepeHmaIbHON TMarHOCTUKH Hanbonee pacrpoctpanéHHbIX |, 11
u Il MosieKyIApHO-TeHETUYECKUX BapUAHTOB CHHApoMa [25].

duiekTpolHuedanorpadus.

Y yactTu OONBHBIX pErucTpupyercs crenupuveckuii MmaTTepH — MeEAJIEHHOBOIHOBAs
AKTUBHOCTb, 3a0CTPEHHOCTh M HEIOCTATOYHAs MOIYJAIus anbpa—putMma, JlaHHBIT mnaTTepH
OTHOCUTCS K MomudunupyembiM ¢akropom pucka BC. Dnexrposniiedanorpadus mpoBOIUTCS
KaXJIoMy 00JIbHOMY B paMKax MOHUTOpHHTa (pakTopos pucka BC [8].

JiuTe/IbHOE KAPIMOMOHUTOPHPOBAHME.

Y mnanMeHToB ¢ HEOOBSCHUMBIMU CHHKOIMAIBHBIMUA COCTOSIHUSIMH TIPH TOJO3PEHUH Ha
cuHIpoM bpyraga B KauecTBe MpPHYUHBI, KOT/Ia CTAHIAPTHBIE METOJBI KapAHOJIOTUYECKOTO
o0cCIIeZIoBaHUSI OKA3bIBAIOTCS HEJOCTATOYHBIMH JIJISI TTIOCTAHOBKH JHMArHo3a, ONpaBJaHHBIM MOXKET
OBITh HUCIONB30BaHHWE  HMMIUIAHTUPYEMBIX YCTPOWCTB JIUTEIbHOrO MOHHTOpHpoBaHus OKI,
kapauoMoHutopoB Thna REVEAL. JlanHble ycTpoHCTBa IMO3BOJISIIOT YCTAHOBUTH B3aMMOCBS3b
CUMIITOMOB C HATMYMEM TEX WU WHBIX apUTMHH B JTAHHBI MOMECHT BPEMEHHU.

HNuBa3uBHOe j1eKTPOduU3H0I0THYecKOoe ucciaenoBaHue cepana (ADN).

WNuBazuBHoe DDU mpu cunapome ymmmHeHHOTo uHTepBana QT HemHbOpMaTHBHO U HE
BXOJIUT B 00s13aTeIbHBIN TJIaH 00CIeI0OBaAHUS.

I'eneTnueckoe o0ciienoBaHue.

B mHacrosmiee BpeMsi H3BECTHO 15 TeHOB, OTBETCTBEHHBIX 3a pAa3BUTHE CHHIPOMA
ynnuHeHHoro uHTepBana QT (tab. 1). Bo3amMoxHO Takxke NMpUMEHEHHE JUArHOCTUYECKUX TMaHENeH,
KOTOpBhIE BKJIIOYAIOT BCE TE€HBbI, OMUCAHHBIE [UIsI JAaHHOTO 3abosieBaHus. MONEKyIspHO-

TCHCTUYCCKOC O6CHGI{0B&HI/IG Hp06aH;[a 3aK/II049acTCA B IIOMCKE MyTaLII/If/'I BO BCCX U3BCCTHBIX I'CHAX,
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YUUTBHIBasi BO3MOXHOCTh Hanmuuusi Oonee 1 wmyramum (ot 4,5 mo 11% caywaeB cpeau
TeHOTUIMPOBaHHbIX) [26, 27]. Jlasee oCyIecTBIsETCS MOMCK MATOTHOMOHUYHOW MYyTallH Y

YJICHOB CEMBH, B TOM YHCJIC 0CCCUMITOMHBIX.

MNPUMEPBI JUATHO30B
1. Cunapom ymnuHeHHoro wuHTepBania QT, mnepBuuHBIM, OeccuHKonanbpHas Qopma, |

MOJIEKYJIIPHO-TEHETUYECKUI BapuaHT.

2. Cungpom  [xepBemna-Jlanre-Hunbcena (cunzapoM — ymiumHeHHoro uHTepBaima  QT,
MIePBUYHBIN, CHHKOTIAJIbHAsI popMa, BpOsKJIeHHas HelipoceHcopHas Tyroyxocth II-1V crenenn).
3. Cunapom ymauHeHHoro wuHTepBaiga QT, mnepBuYHBIA, CcUHKOmaibHas d¢opma, |l

MOJIEKYJISIPHO-TEHETUYECKUI BapUaHT.

JIEYEHUE

Tepanus 6ompHBIX ¢ CYUQT BriIIOYaeT KOppEeKLHio o0pasza KU3HU; MEAUKAMEHTO3HYIO U
HeMenuKaMeHTo3Hylo npodunaktuky BCC, a Takke HEOTIOKHYIO TEpamuio >KeTyJ0YKOBOM
TaXUKaPIUU THITA KITHPYITY.

B mepByro ouepens BceM OOJBHBIM PEKOMEHIOBAHO HCKIIOYHTH MPUEM IIpenapaTos,
yuaHsomux uaTepBai QT. AKTyalbHBIN CIIMCOK IPENapaToB MPeaCcTaBieH Ha caite qtdrugs.org.
3ansatus npodeCCHOHATbHBIM CHOPTOM MPOTHBOIIOKA3aHbI OOJBHBIM C CHHKONAIBbHON (opMoit
CYUQT u GoNbHBIM M3 TPYNIBI BEICOKOTO PUCKA; MPH OTCYTCTBUH KIMHUYECKUAX TPOSBICHUH H
renetndeckn noarBepkaeHHOM CYUQT  pemenwe npuHUMaeTcss BpadyeOHOW KOMHCCHEH B
WHAUBUIYAILHOM TOPSAKE.

Menukamenrosnas npodunaktuka BCC — sto 6era-agpeHoOiokaTopsl. PexkoMeH0BaHbI K
npumenennto mpu CYUQT HecenekTHBHBIC OeTa-aApeHOOIOKATOPHI HAMOJIO0N M MPOIPAHOJION, a
TaK)Xe CEJIEKTHUBHBIN OeTa-0J0KaTOp aTeHoIo0M, Ybs 3 (PEKTUBHOCTh B CHIDKeHHH pucka BC Oblia
JI0Ka3aHa MHOTOJIeTHUMH HaOmoaeHusmu (tad. 3) [28]. Metonposion He peKOMEHI0BaH OOJIbHBIM
CYHQT, Tak Kak ero NpuMEHEHHE COMTPOBOXKAASTCS BLICOKUM PHCKOM penuanBa cunkomne [29].

B kauectBe renocnenmdpuueckoit teparmu mpu |l Bapmante CYUQT pexomeHmoBan
0JI0KaTOp HATPUEBBIX KAHAJIOB MEKCUJIETUH B JIONOJHEHUH K OeTa-apeHo0I0KaTopy.

AHTHapUMTHYeCKas Tepanusi HazHauyaeTcs MOXHM3HEHHO C KOPpEKIMel /J03bl IpenapaTa Mo
BECy 10 MEpE pPOCTa MaLUEHTA.

Tabnuma 3

JlekapcTBeHHBIE IPENapaThl, HCNOJIb3yeMble B JI€4eHHH MAIIMEHTOB ¢ CHHAPOMOM
yIJIMHEeHHOTro uHTepBajga QT
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MexnyHapoaHoe Kon ATX MexaHu3M IeCTBUS Jlo3a v myTH BBEICHUS
HETNaTeHTOBaHHOE npernapara
Ha3BaHUe Ipenapara
[Tponpanonon CO7AAQ5 | HecenekTuBHBIN oera- | 1,0-4,0 MI/KT/CyT 3-4
(propranolol) 0JI0KaTOP npuema
Hanomon (nadolol) CO07AA12 | HeceneKkTUBHBIIM oera- | 0,5-1,0 mr/kr/cyr 1-2
6110KaTOp npuemMa
ATtenonoin (atenolol) C07AB11 | CenekTHBHBIN oera- | 0,5-2,0 mr/kr/cyr 2 npuema
0JI0KaTOP
Marnus cynbdar BO5XA05 | AHTHapUTMHYECKOE, 0,1 — 0,2 mx 20% pacTtBOpa
(magniisulfas) CeIaTHBHOE Ha | Kr Beca B/B
Mexkcunetun C01BB02 | brmokatop HatpueBbix | 2,0-5,0 mr/kr 3 mpuema
(mexiletine) KaHaJIOB
Haubonee »ddextuBHpiM  MeromoM npodmiaktuku BCC  gBnsieTcs HMMIDTaHTAIHS

KapauoBepTepa-aepuOpmuIsaTopa, KOTopas B 00s3aTeIbHOM MOpPSAKE MOKa3aHa BCEM OOJIBHBIM,

HIEPCHECIIIUM BHE3AIMHYI0 OCTAaHOBKY KpOBoOOpaiieHus (Ta0. 4).

JleBOCTOpOHHS

CUMIIATOKTOMUA PCKOMCHIAOBAHA IMAIUCHTAM, Y KOTOPbBIX PCHHUANBBI

H(GHYHOHKOBOﬁ TaxXuKapJAuu COXpPAaHAKOTCsA, HCCMOTPA Ha IMPHUCM MAKCUMAJIBHO ,HOHYCTHMOﬁ J03bI

Oera-0s10KaTopoB (Tab. 4).

Tabnura 4

IHoka3anus k Tepanuu 0eTa-aapeHo0JOKATOPAMH, J€BOCTOPOHHE CUMIIATIKTOMUM U

umiuiantanuu UK/ npu cunapome ya1auHEHHOTO HHT

epsaja QT [30]

Kaace KunHuyeckue nokazanus YpoBeHb 10Ka3aTeJbHOCTH
I AOCOTIOTHBIE TOKA3aHUA C
bema-aopenoodnokamopul nokasanvi:
e OeccumnToMHBIM marueHTam ¢ QTc > 470mc
® TalleHTaM C CHUHKOINE WIH JOKYMEHTHUPOBAaHHOM
KT/DXK
Hmnnanmayus kapouosepmepa-oegpuopunnamopa
nokaszana 6oavnvim ¢ CYHQT u:
e BHE3AaHOM  OCTaHOBKOW  KpOBOOOpaIleHUs B
aHaMHes3e;
® CIIOHTaHHOM YCTOMYHBOU KEITYJOUKOBOU
Taxukapauei c/0e3 CUHKoIIE.
Jleeocmoponnaa cumnamiIKmomus noKazana nayueHmam
U3 2pynnwl 6bICOKO20 PUCKA, Y KOMOPbHIX:
e mporuBonokazaHa mMmiutantauus MK/ wim nonyden
oTka3 oT umrantanuu MK/I;
e (OeTa-0yI0KaTOPHI Hed(PPEeKTHBHBI, U
IIPOTUBONOKA3aHBbl, WJIX HENEPEHOCUMBI.
lla | OTHOCHTE/bHBIE MOKA3AHUS C
bema-aopenoodnoxkamopul 603m02cHbL:
e 0OECCUMIITOMHBIM NaIMEHTaM C MOATBEPKICHHBIM
CYUQT u QTc <470mc
Hmnnanmayusn Kapouoseepmepa-0eudpuniamopa
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nokazana 6onouvim ¢ CYHQT u:
® pPEUUIUBUPYIOUIMMH Ha (OHE aHTHAPUTMUYECKOU
Tepanuu CUHKOIE
Jleeéocmoponunaa cumnamiKmomus NOKA3aHa NAyUeHmam
U3 2PYnnbl 8bICOKO20 PUCKA, Y KOMOPbBIX:
® penuIuB CHHKOIE Ha (hoHE Tepanuu Oera-
6moxaropamu/ K]
bnokamopul nampuegvlix KAHAI08 MO2ym OblMb NOIE3HbL:
e nanuentam ¢ noarsepxkaeHHbIM LQT3 u QTc > 500
MC, Y KOTOPBIX ITOCJIE JIeKapCTBEHHOU MpoOb1 QTc
yMeHbIaercs 6onee yem Ha 40 mMc

Il | Hunnaumayusa  kapouosepmepa-oeudbpuinamopa  He C
nokazaua:
e 0ECCHMIITOMHBIM OOJIBHBIM bi (o) OLICHKHU

s dexTuBHOCTH OETa-OJI0KATOPOB.

Heotnoxxnast Tepanusi >XKeIyAOYKOBOM TaXWKapAUM TUMA MUPYIT BKIIOYAET CIEAYIOIIHNE
MEPOTIPHSITHSL:

e mHapyxHasa kapauoBepcus (2 JK/Kr ¢ MOCieqyromuM MOBbIIeHHEM TpU Hed(h(HEKTUBHOCTH
1o JIx/kr);

e ypnrasinua 100% kuciaopona;

e wMarHug cyiabhaT (BHYTPUBEHHO MEJJIEHHO, B TeueHue 1-2 muHyT 25-50 MI/KT; Tpu
HeA(P(HEKTUBHOCTH — MOBTOPHO 4epe3 5-10 MUHYT); MaKCHMaIbHO JOMYyCTHMAs 103a 2 T;

e OoxirocHoe BBeneHue nuaokanHa (1 mr/kr), nanee 1 MI/Kr Kaxable 5 MUHYT, MaKCUMAJIbHO
70 3 MT/KT BBEACHHMSI; JUISl TIPEIOTBPALICHHS PEIUINBOB — IMOJICPKUBAIOIIAsT HHPY3HUS CO
ckopocthio 20-50 MKr/Kr/MUH (B TE€YEHHE HECKOJIBKHUX YacOB, JO TMOJYyYEHHUS CTOHKOTO
apdexTa).

ITpu snekrpuueckoM mropme y 6oabHbIX ¢ UK]] (Tpu u Gonee snu30/10B GpUOpHILIALUN

KEITyI0YKOB/MOTUBUPOBAHHBIX cpabaThIBaHUM B TeueHHE 24 4acoB) PEKOMEHI0BAaH aMHO/IapOH

[31].

BEJIEHUE MAHUEHTOB

BonbHbIE C reHeTHYeCKH 1eTePMEHUPOBAHHBIMU HApPYIIEHUSIMU PUTMa CEpAlLla HYKIAIOTCS
B [IOCTOSIHHOM HaOJIOJICHUH B CHEIHATU3UPOBAHHOM apUTMOJIOTMYECKOM IIEHTpE, IIeJIb KOTOPOTo
JUHAMHUYHBI ~ KOHTpoJb  ¢akrtopoB pucka BC u mnpu HeoOXOOUMOCTH  KOppEKUUs
AHTHApUTMUYECKO Tepanmuu. YacToTa MOCEUIEHUH 3aBUCHT OT BO3pacTa OOJIBHOIO M TSHKECTH
3a0oneBanud. llpu cunkonamsHOi (opme CYUQT koHTponab 3((EKTUBHOCTH Tepanmuu u
MOHMUTOpHUHT (pakTopoB pucka BC mpoBoautcs He pexxke 1 pasza B 1-6 mecsaueB. B orcyrcTBuE
CHUHKOIIE MOHUTOPUHT ()aKTOPOB pUCKa MPOBOIUTCS HE peke 1 pa3 B roj; B myOepTaTHOM MEpHOJE

1 pa3 B 6 MecsLEB.
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[lepBuuHas rocnuTanu3anvs B CHEHUATU3UPOBAHHOE KapAHOJIOTUYECKOE OTHAEICHUE
CBsS3aHAa C JIMATHOCTUKOW CHUHApOMa W cTpaTudukanuedi wHauBuAyaasHoro pucka BCC.
[TpoaOmKUTETFHOCTh TOCIUTAIN3AINN OTIPEACIISIETCS OCHOBHBIM 3a00JIEBaHUEM.

BonbHBIM ¢ UMILUTAHTUPOBAHHBIM KapAHOBEPTEPOM-IeUOPHIISATOPOM KOHTPOIIb CHCTEMBI
K]l mpoBomuTcs He pexxe 1 paza B 6 MecsleB; a TakKe KaxAbl pa3 mpu cpabaTbIBaHUH
ycTpoicTBa uin penuause cuHkore. IIpu manoBom koHtpone cucrembl MK/l mpensaputensHO
npooastes OKI', XM.

Baknunanus

Pemenne Bompoca 0 BaKIIMHALIMKM PEIIAETCS B MHAMBUIYaJIbHOM IMOPSIAKE B 3aBUCUMOCTH
OT KJIMHUYECKOTO COCTOSIHUS MalUeHTa, 3(PPEKTUBHOCTU METUKaMEHTO3HOI'O KOHTPOJISl apUTMUH, a
TaK)Ke C yUYETOM PaHEEe BBISABICHHBIX IPOBOIHMPYIOMHX (HaKTOPOB (CBsA3h MaHHU(ECTAIUH apUTMUU C
BaKIWHAIMEH, MH()EKINOHHBIM 3a00JI€BaHUEM H T.II.).

Hetsm ¢ cunkonanbHoi dopmoit CYUQT BakuuHaius no UHIUBUAYaTbHOMY rpaduky. B
OTCYTCTBHME CUHKOIIE BaKLIMHAIUS TPOBOJUTCS B JIEKPETUPOBAHHBIE CPOKHU.

Mepbl peadbuauTanuu

MeaunuHCKoW U (GU3HYECKOW peabuimuTanmu OONBHBIX HEe Tpedyercs. [leTsm ¢ yacThIMuU

cpabateiBanusiM UK][ pexkomeHn1oBaHa KOHCYIbTALIUS [ICUXOJIOTa.

ITokazano CaHATOPHO-KYPOPTHOC JICUCHUC B CAHATOPUAX KAPAUOJIOTNICCKOTI'O HpO(bI/I.TIH.

NCXOJAbI M TPOTHO3
[Tporno3 3abosieBaHUsI OCHOBBIBaeTCs Ha cTpaTudukauuu pucka BC u 3aBucur oT
MOJIEKYJISIPHO-TEHETUYECKOTO BapUaHTa CHHJpOMa, Bo3pacTa MaHHU(ECTallud CHUHKOMAJIbHBIX
COCTOSIHUM, 3(P(EKTUBHOCTH aHTHAPUTMHUECKON Tepanuu Oeta-Omokatopamu. llpu ycnoBumn
peryisipHoro MoHUTOpHHra (aktopos pucka BC u cBoeBpeMeHHON KOPPEKIIUU MOAU(PUIIHPYEMBIX

(bakTOpPOB pUCKA MPOTHO3 JUISI dKU3HH OJNaronpUsTHBIN.
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