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Pesrome

Buesamnas cepaeunas cmepthb (BCC) B leTCKOM MOMYJIAIIAN BCTPEYAETCSA C YaCTOTOU 0,7—
6,4 citydaeB Ha 100 000 HacesieHus. Beayium mexanuszmom BC B JlaHHOM cityyae sIBISIOTCA
3JI0KayecTBeHHbIe apuTMHUU. OHUM U3 COCTOSTHUU, IPUBOJIAIINX K UX PA3BUTHIO, ABJISETCA
cugapoMm bpyraga. Cunzapom bpyrajga — reHetudecku U (PEHOTUIINYECKU TeTepOTreHHOe
HacjieJIcTBEHHOe 3a0ojieBaHMe, XapaKTepuaylolleecsi 3JI0KaUueCTBEHHBIM KJIMHUKO-
3JIeKTporpapuuecKuM apUTMHUYECKUM CHHAPOMOM, KOTOPBIM TIpOABJISeTCA B BUJE
CIIOHTAaHHOW WJIM CIPOBOIIMPOBAHHOMW, TEPCHUCTUPYIOIIEH WJIN PpPeUAUBUPYIOIIEH
aneBanuelr cermeHta ST cBoguaTtoill KOHQUIYypallMM B IPAaBBIX TPYAHBIX OTBEAEHUIX
(bpyraga-narrepH I Tuma), 6;10ka/1ol mpaBoi HOKKY mmy4yka ['mca Ha OKI' 1 K TMHUYECKU B
BU/IE PEIUJINUBUPYOIINX OOMOPOKOB WJIM BIHU30/I0B BHE3AMHON CepAEeYHOU CMepTU
BCJIEJICTBUE 3JI0KAUYECTBEHHBIX KEJIYOUKOBBIX apUTMUHN (IOIUMOpPGHON KeTyJOUKOBOU
TaxuKapauu win GUOpUIIANNNA KedyZoukoB). HecMOTpsA Ha TO, UTO HA CETOHAIIHUN
JleHb OBLI JOCTUTHYT 3aMEeTHBIH ITPOTpece B TOHUMaHNU NaTO(PU3NO0JIOTHUECKUX ITPOIIECCOB
3a00j1eBaHUA U TPEAJIOKEHbl KPUTEPUU JAUATHOCTUKUA U CTpAaTU(UKAIUU PUCKA IJIA
B3POCJIbIX ALIMEHTOB, y AeTel INarHOCTUKa JAaHHOTO 3a00J1eBaHUsA 3aTPy/IHEHA B CBA3U C
BBICOKOM YacTOTONH OeCcCUMITOMHOTO TeYeHUs U HEeCOBEPIIeHCTBOM WHTEPIpeTaluu
3alucu 3JIeKTpoKapAuorpaMMmbl. TakuM o0Opa3oM, HmeJABI0 JIAHHOTO 0030pa fABJsAeTCS
cpaBHeHUe cTelleHN 3¢ GEeKTUBHOCTH IPUMEHEeMbIX METO/IOB JUATHOCTUKY U BBISBJIEHUE
JIOTIOJTHUTEIBHBIX BO3MOKHOCTel AuarHoctuku CB y ziereit 1 mogpocTkoB. B xone paboTsl
ObUIM TIPOAHAJIM3UPOBAHBI PE3YJIbTAThl 19 OPUTHHAIBHBIX HCCIIEIOBAaHUM, 0030pOB
aKTyQJIbHOU JIUTEPATYPHI U ONMMCAHUS PEIKUX KJIMHUYECKUX CIy4YaeB, OMyOJIMKOBAaHHBIE 32
nocsefaHue 5 jiet. Tak, corjiacHO pAAy UCC/IeI0OBAaHUM, CAMBIMU YaCTHIMU IPOSABIEHUAMU
JITAaHHOTO CHHJIpOMA y JIeTeH SIBJIAIOTCA HaACJIEJICTBEHHBIM aHaMHe3 U ciaydaiHbie QK[ —
HaXOJIK{, CUHKOIAJIbHbIE COCTOSAHUSA U apUTMHUU B JAHHOM BO3pacTe PErHCTPUPYIOTCA
3HAUUTENHHO pexke. OCHOBHOU BBIBOJ, TOJIyYeHHBII B XoZle 0030pa JIUTEpaTypHl,
3aKJIIOUAeTCA B pACHIMPEHUM BO3MOXKHOCTEUW JUATHOCTUKHU CHHApoMa bpyrazga mpu
peructpanuu IKI' Bo BpeMs AelcTBUsA MPOBOLUPYIONIUX 3JIEKTpOKapuorpadpuueckue
n3MeHeHUs (HAKTOPOB, TAKUX Kak GeOpubHAsA TeMIepaTypa, JeKapCcTBeHHbIe CPeJICTBa U
IepUo/ibl BBICOKOTO IMapacMMIATUUYECKOTO TOHycCa, YTO OOyC/JIaBJIMBaeT OOJIBIIYIO
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BEPOATHOCTD AMATHOCTUKU JIAHHOTO CHHAPOMA Y MaIeHTOB MHQMEKIIMOHHBIX OTAeIeHUN
npu ycaosuu 3anucu ODKI' B iepuos TUXOpaZKUd U y MAIMEeHTOB, KOTOPBIM IIPOBOJUJIOCH
cyrouHoe moHutopupoBanue DKI' mo Xonarepy. Takxke CTOUT OTMETHUTb, YTO Ba’KHBIM
aclleKToOM B cTpaTudUKaUU pUCKa i JeTell fABJAETCSA MPOBefleHre T'e€HeTUYeCKOro
HCCIIeZIOBaHUsA, TaK Kak Oblyla BbIsIBJIeHA OoJiee BBICOKAs, UeM Y B3POCJIBIX, YacTOTa
Pa3BUTUA 3JI0KAUECTBEHHBIX APUTMHUU M HUX PEIUJIUBOB CpeAy MaIl[UeHTOB, MMEIOIUX
IIOJATBEPKAEHHYI0 MyTanuio B reHe SCN5A.

KiroueBsbie cioBa: cuHipoMm bpyraza, BHesanHasa cepjedyHasd CMepTh, JUAarHOCTHUKA,
KaHaJIONATHUA.
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Abstract

Sudden cardiac death (SCD) in pediatric population occurs with an incidence of 0.7-6.4
cases per 100,000 population. The leading mechanism of VS in this case is malignant
arrhythmias. One of the conditions leading to their development is Brugada syndrome.
Brugada syndrome is a genetically and phenotypically heterogeneous hereditary disease
characterized by a malignant clinical and electrographic arrhythmic syndrome that
manifests as spontaneous or provoked, persistent or recurrent ST segment elevation of a
vaulted configuration in the right thoracic leads (Brugada pattern type I), right bundle
branch block on ECG and clinically in the form of recurrent syncope or episodes of sudden
cardiac death due to malignant ventricular arrhythmias (polymorphic ventricular
tachycardia or ventricular fibrillation). Although significant progress has been made in
understanding the pathophysiologic processes of the disease and diagnostic criteria and risk
stratification have been proposed for adult patients, in children the diagnosis of this disease
is difficult because of the high frequency of asymptomatic course and imperfect
interpretation of electrocardiogram recordings. Thus, the aim of this review is to compare
the effectiveness of the applied diagnostic methods and to identify additional opportunities
for diagnosing SB in children and adolescents. The results of 19 original studies, reviews of
current literature and descriptions of rare clinical cases published in the last 5 years were
analyzed. Thus, according to a number of studies, the most frequent manifestations of this
syndrome in children are hereditary anamnesis and incidental ECG findings, syncopal states
and arrhythmias at this age are registered much less frequently. The main conclusion
obtained in the course of the literature review is to expand the possibilities of diagnostics of
Brugada syndrome when recording ECG during the action of provoking electrocardiographic
changes, such as febrile temperature, drugs and periods of high parasympathetic tone, which
determines a higher probability of diagnosing this syndrome in patients of infectious
diseases departments if ECG is recorded during fever and in patients who had daily ECG
monitoring by Holter. It is also worth noting that an important aspect in risk stratification
for children is genetic research, as a higher frequency of malignant arrhythmias and their
recurrences among patients with a confirmed mutation in the SCN5A gene than in adults
was revealed.
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Cucok coKpaneHuu

AJI® — aneno3uaaudocdhopHas KucaoTa
AT® — agenozuntpudochopHasd KucjaoTa
BCC — BHe3amHas cepieuHas CMepTh

BTII?K — BbIBOHOU TPaAKT IIPABOTO KETyA0UKa

KA — xeynoukoBas apuTMUsA

Mt1/AHK — MuTOXOHApHaIbHas IE30KCUPUOOHYKIEMHOBAs KHUCIIOTA

Cb — cunzapom bpyraza
DK — GubpMIIAIUA KETYTOIKOB
KT — snexTpokapauorpadus

DU — 351exTpoPU3N0JIOTUUECKOE UCCIe0BAHE CepAaTa

BBeaenue

Buesamnass cepaeynas cmepth (BCC)
COCTaBJISIET IOAABJIAIONIEE OOJBITHHCTBO
caydaeB BHe3amHou cmeptu. CorsiacHo
JAHHBIM MHOTOYHCJIEHHBIX
MEXKIYHAPOIHBIX HCCJIEIOBAHUM, YacTOTa
BCC B eTckoi#i MOMyJIsIIUY COCTABJISAET O,7—
6,4 ciaydaeB Ha 100 OOO HaceJIeHUA.
Benymum wmexanusmom BC B pganaOM
cyJae SABJISIFOTCS 3JI0KAaYECTBEHHBIE
aputmun [3]. CiegoBaTenbHO, TEpBUYHASA
npodbunaktuka BCC 3akiawouyaerca B
CBOEBPEMEHHOM JINAaTHOCTUKE
HAaCJIEJICTBEHHBIX aDUTMHUH M KaHAJIOTIATHH,
MIPUBOJIAIIINX K  JKHU3HEYTPOKAIOIINM
aputMusiM. OIHUM W3 TaKUX COCTOSHHUU
Asgerca cuapoM bpyraza. Hecmortpsa Ha
TO, YTO JAHHBIA CHHJ[DOM BCTpeYaercs B
JIETCKOU TIOIYJIAIMY 3HAYUTEIPHO PeKe
(0,0098%), uem cpenu B3pocabIX (OT 0,14
g0 0,7%) [12], mmenno CBb saBisaercsa
pUYnHOU 4—12 % Bcex ciyuaeB BCC [5].
Cunppom bpyraga — TreHeTUYeCKH WU
(peHOTHIIIUECKHN reTeporeHHoe
HacJaeACTBEHHOE 3a00J1eBaHUE,
XapaKTEPU3YIOIIeecss  3JI0KaueCTBEHHBIM
KJIMHUKO-3JIEKTpOrpauIecKuM
apUTMHUYECKUM  CHHIPOMOM, KOTOPBIU
MPOSIBJIAETCA B BHJE CIIOHTAHHOU WJIU
CIIPOBOIMPOBAHHOM, IIepCUCTHUPYIOLIEH
TN peruINBUPYIOIIEH aJIeBanuen
cermeHTa ST cBOomuaTOl KOHQUTryparuu B
MpaBbIX TPYAHBIX OTBezeHusAx (bpyraza-
nmatTepH [ Tuma), 6;10KaioM MpaBoil HOXKKU
nyuka I'nca Ha 9KI' 1 KJIIMHUYECKU B BUJE

penuUBUPYIONIUX 0O0MOpPOKOB 1IN0
SMHN30/I0B BHE3AIIHOU CepAeYHOU CMepTH
BCJIE/ICTBUE 3JI0KaUeCTBEHHBIX
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JKeJIyZIOUKOBBIX apUTMUil (mosumMopdHOM
JKEJTYJIOUYKOBOM TaXUKapauu W
bubpwuiAnUMN  KeJayZoukoB). Brepsbie
onucan Oparbsaimu Ilegpo bBpyraga wn
J-xo3eniom bpyraza B 1992 rofy, Korja OHI

JTOJI03KUJIN 0 BOCHBMH YCIIEIITHO
PEaHNMUPOBAHHBIX HanueHTax ¢
pubpmIAnUen KeJayJ0YKOB, Y KOTOPBIX
HaOJIO/laJIcI  XapaKTEPHBIM  KJIIMHUKO-
aJIeKTpoKapAuorpaduueckuil
CUMIITOMOKOMILJIEKC.

C Tex mop OBUT JOCTUTHYT 3aMeETHBIHN

mporpecc B NOHHUMAaHUU  OCHOBHBIX
MEXaHU3MOB  pa3BUTHUS  3a00JieBaHUAA,
cTpaTudUKaIun pucka BCC u

JKeJIyZIOUKOBBIX apUTM Ui y marueHToB ¢ Ch.
C KJIMHUYECKOM TOUKH 3pEeHUsd, XOTH
asiekTpokapauorpapuueckue kpurepuu Cb
IIUPOKO OIMCAHBl B JIUTEpaType, €ro
JUArHoCTUKa, OCOOEHHO B  JIETCKOH
TIOIYJISIIINY, OCTAETCs CJIOXKHOM 3a7jaueil B
CBA3U € 0ECCHMMITOMHBIM TeUueHUEM U
HECOBEPIIIEHCTBOM ITPOBOKAIIMOHHBIX P00,
a TakXXe C PHUCKOM 3>KU3HEYTPOKAIOLINX
apUTMUM, CONPSKEHHBIX € HHUMH, U
CJIOKHOCTBIO  OIIPeJleJIEHUsl  KpUTepUeB
pucKa y 0eCCHMOTOMHBIX IMAIlMeHTOB WJIN
MMAIJUEHTOB CO 2 U 3 TUIOM HAaTTEPHOB
bpyraga. Takxke B mociiegqHue roapl Bce
yaie o0cyxkaeTcs HaJIn4re y IalueHToB ¢
CB cTpPYKTYpHBIX aHOMaJINH ceplia.

AnuaemMuoIorua cuHapoma bpyraga

HawuboJee yacto Cb pacupocrpanen B FOro-
Bocrounoit Asmu - 15 ciaydaeB Ha 10 000
HaCeJIeHUA. Yare BCEro JIAaHHOE
3abosieBanue BcTpeuaercs B Tawnanae —
6,8 ciiyuaeB Ha 1000 4YeJIOBEK, UTO
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IIPUMEPHO B 14 pa3 Bbllle 00IIeMUPOBOM
YaCTOTHI BCTPEUAEMOCTH [19].

CorsacHO pesyJsibTaTaM WUCCIIEJIOBAHUA A.
Milman wu coaBT., cpeau JeTed ¢
TeHeTUYeCKH IIOATBEPKAECHHBIM Cb
peo0IaZlaloT JIeBOUKHU, B TO BpeMs Kak
cpequ IMamUeHTOB OT 16 70 70 JIeT
peobJIaal0T MY>KIUHBI [15]. AHAJIOTHYHO
B ucciaenoBanuu Daniela Righi u coasr.
HaOsoftasach 0OoJlee  BBICOKAsA 4YacToTa
3JI0KauecTBeHHbIX KA ©®  3mU30710B
oOMOpOKa y IaIlMEHTOK JKEHCKOTO II0JIa,
XOTSI CTAaTUCTUYECKHE JaHHble He ObLIN
3HAYUMBIMH H3-32 HEOOJIBIIIOTO pa3Mepa
BBIOOPKHU. JlanbHelee CHUKeHUEe
CKJIOHHOCTH K apUTMHSAM Yy >KEHIIUH B
IIOCTIIyOEPTAaTHOM IEPHOJE M0 CPAaBHEHHIO
C MaIreHTaM1 MY?KCKOTO I10J1a MOKET OBbITh
CBSI3aHO  C  JKEHCKHMH  ITOJIOBBIMH
TOPMOHAMH, KOTOpBIEe YMEHBIIAI0T
SKCIIpeCCUI0 KaHaJOB [to (TpaH3UTOPHBIHM
KaJIMeBbII TOK) B OJIHKapj/ie IPaBOTO
JKEJTyJI0UKa [17]. OxHako, I
ITOATBEPIKIEHU S ATUX JAHHBIX HEOOXOTUMBI
JaJbHEHINIe HCcCaedoBaHusA ¢ OoJiee
KPYITHBIMUA KOTOPTaMU IIaI[HEeHTOB.
ITatodpuszuoaorusa cuaapoma bpyraza
Ha paHHBIE MOMEHT CYIIECTBYIOT TPH
OCHOBHBIE BEPCUH, 00BSACHAIOIIHE
MaTOOU3NOJIOTHIECKHE MeXaHU3MBbI
pa3BUTUA CUHApPOMA bpyrazma: rumore3a
pernoJisipu3anuu, JIETIOJISIPU3AIT T u
HepBHOTO IpebHsA. OHU CXOAATCS B TOM, UTO
OCHOBOU Pa3BUTHUSA JTAHHOTO
3JIEKTPO(PU3NOTIOTUUECKOTO CUHAPOMA
SIBJIIETCSI BO3HUKHOBEHHE aHOMAJIBHOTO
rpajieHTa HaNPsKEHU MEKIY
PA3IUYIHBIMU CJIOSAMU U YUaCTKaMH CEPIia.
Tak, coryiacHO TUIIOTE3€ PENOIAPU3aIU, B
MHOKap/ie IMPaBoOTO JKEeJy0uKa BO3HHKAET
TPAaHCMYPJIbHBIH TPAJIUEHT HAIPSKEHUS
MEXKTY CyOaIIMKap TN ATbHBIM u
CyOsHIOKapAUaTbHBIM €ero CJIOSIMH.
[TpuuunOM 3TOMY CITYKUT
IIpeXXeBpeMeHHAs penoApu3aIus
Cy03mUKapANAIHHO PAaCIIOJIOKEHHBIX
KapIOMHUOITUTOB BCJIEJCTBUE YMEHBIIIEHU S
cymMmMapHoro HaTtpueBoro Toka (INa) wu
IIOBBIIIIEHUY BHEIIHETO KaJIMEeBOTO0 TOKa
(Ito). Takum  o0Opa3oM,  KOpPOTKHUU
MOTEHIIUAT  JEUCTBHUS  OTHOCHUTEJIHHO
SH/IOKapZla TPUBOAUT K 00pa3oBaHUIO
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TPAHCMYPaIbHOT'O TPa/IeHTa HATIPSXKEeHN I,
KOTOPBIU 3JIeKTpOKapAuorpadpuuecKu
MpOABJISIETCA B BUJIE  XapaKTEPHOTO
noabeMa cermenta ST. PazButuio BTOpOit

dazbl re-entry CIIOCOOCTBYET
SNUKapAuaIbHasA IUCTIEPCUS
pernoJisipu3anuu, BO3HUKAIOIIAs B
pesyJsibTaTe JuacbasaHca TOKOB U THOTEPHU
KyloJjia IIOTeHIlMajia  JIEUCTBUA.  ITO
IIPUBOIUT K BKCTPACHUCTOJIE,
IIPOBOITUPYIOIIEN JKeJIyJJOUKOBBIE
apUTMUH.

CorsacHo TEOpUU JlenIoJIApU3aluy,
cBopuarasa ¢opma cermenra ST nHa IKI
BO3HUKAET BCJIE/ICTBUE pasHoCTU

MIOTEHIINAJIOB MEXK/ly y4acTKaMH IIPaBOTO
JKeJIyJI0YKa U BBIBOJTHBIM TPAKTOM IPABOTO
xkenyaouka (BTIDK). [IpuuunHoil pazHoCTH
MIOTEHIINAJIOB MOXKeT OBbITh 3aJiep:KKa
nposozumoctu B BTIDK, a xesyzioukoBble
apuTMuu Ipu Cb WHAYIUADPYIOTCA
QHOMAJIPHBIM TOKOM, BO3HHUKAIOIIUM B
pe3yJibTaTe 3aMeJIEHHOU JeNoJIsIpu3aIiuu
BTIIXK [5]. B ucciiegosanun Nademanee u
coaBT. mo oneHke BTIDK y oonmeit c
cugapomoM bpyragza u 0e3 Hero y
nanuedToB ¢ CB Obuin  0OHAPYKEHBI
TUCTOJIOTUYECKUE TIPU3HAKA
SMUKAPAUAJIBHOTO  I[MOBEPXHOCTHOTO U
BHyTpUMUOKapZuajabHoro ¢ubposa, a
TaK)Ke€ CHIDKEHHE DOKCIpeccun  Oeska
II[eJIEeBOT0 KOHTAaKTa — KOHHEKCHUHA-43.
Ananornuno B ucciaenoBanum Corrado u
COAaBT. y 12 U3 13 MAI[UEHTOB, YMEPIIUX OT
BCC c¢ 9KI-kaprunoii Cb, obOHapy»keHBI
yuacTku ¢Gubposa Ccy0snuKapAuaIbHOTO
MUOKapZia IMPaBoro keayaodka. Takum
obpaszom, JaHHbIE HCCIeIOBAaHUS
MOATBEPK/AAIOT  OOJIbIIIOe 3HAUEHUE B
maToQU3NOJOTHN  3a00JIEBAaHUSA ~ TaAKUX
CTPYKTYPHBIX aHOMAJIMH MHOKap/a, Kak
yBeJIMUEHHE KOJUIareHa, SIUKAPANaTbHBIA
Y UHTEPCTULHNAIBHBIA PrOpO3, CHUKEHUE
BKCIIpeccuu OEJIKOB IIeJIEBBIX KOHTAKTOB.
[Tpu 3TOM SIBHbBIE CTPYKTypHbIE
3a0osieBanus cepaua y 6ospHbIX ¢ CBb He
HaO0JTI0/TAI0TCA.

l'unore3a  HepBHOro  TpebHA  ObLIA
npeuiokeHa Elizari um coaBr. Tak kak
KJIETKU HEPBHOTO TPe0HS UTPAIOT BAXKHYIO
pOJIb B Pa3BUTHUHU MHUOKap/a BBIBOAHOTO
TPaKTa MIPaBOr0 >KeayJlouKa U COCeTHUX
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CTPYKTYP, MOKHO TMPEAIOIOKUTh, YTO
HapyllIeHHWe WX  OKCIPECCHU  MOKET
IIPUBO/JIUTH K QHOMAaJIbHOU
MUOKapAuaJIN3aIlui. PeMojieTMpoBaHue
BTIDK, B cBOWO ouepenb, BeIeT K
HEpaBHOMEPHOMY pacrpeziesieHuIo Oeska
KOHHEKCHHA, 0c00eHHO CX43, KaK B TOJIIIE
MHOKap/ia, TaK U B Pa3JIMYHBIX OT/EIax
cepAua. 3amensieHue JENOJIIpU3aAIUN
y9acCTKOB, OO€eTHEHHBIX KOHHEKCUHOM, U
pa3HUIIA TOTEHINAJIOB MEXIy yJdacTKaMu
MHOKapaa oO0ycJIaBJIMBaeT TeTEPOTeHHYIO
penonapusanuio BTILK npu Cb.
dtuoJorusa cuHapoma bpyraga
Cunppom bpyraga -  reHernuecku
00yc10BJIEHHOE 3a00JIEBaHIE, HACTIEyEMOE
II0  ayTOCOMHO-JIOMUHAHTHOMY  THIIY.
JlanHoe COCTOSTHHE CBSI3BIBAIOT c
BO3HUKHOBEHHEM MYyTalluii B TeHaXx,
KOJUPYIOIHUX CYOBEeUHUIIBI CEPJIEUHBIX
HATPUEBBIX, KAJTUEBBIX U KaJIbIIMEBBIX
kaHasioB. OHU TPHUBOJAT K AucOaaHCy
MEXZY BXOAAINIUMU HATPHUEBBIM WU
KaJIBIITUEBBIM TOKOM ¥ BBIXOJSIINM
KaJineBbIM TOKOM. OK0JIO 30% malieHTOB
nMeror wMyrauui B reHe SCN5A  Ha
KOPOTKOM ILIeue 3-eil XpOMOCOMBI 3p21-24.
CymecTtByeT psa APYTUX T€HOB, MYyTaIUsA
koTOphix MoxkeT TpuBecTH K Cb (SCN5A,
GPD1L, SCN1B, SCN2B, SCN3B, RANGREF,
SLMAP, KCNE3, KCNJ8, HCN4, KCNEs5,
KCND3, CACNA1C, CACNB2B, CACNA2D1
u TRPM4), oaHako MyTanmud B HHX
BBIABJIAIOT JIMIIG B 5% ciydaeB [4]. Y 65%
MMAI[UEHTOB ~ MYyTalllisl  OCTaeTcsa  He
JIMaTHOCTUPOBAHHOM.

Il'ern SCN5A KoAupyeT CUHTE3 Cep/IeuHON a-
CyOBeIMHUTIBI ITOTEHITHAJT-3aBICUMOTO
HATpPUEBOTO KaHayia Navl.5, yepe3 KOTOPbhIU
OCYIIEeCTBJIAETCA OBICTPHIN
JleToIApPU3YIoMuYA HaTpueBblid TOK (INa) B
mepBylo a3y mnoTeHIUaa JIEUCTBUSA U
MMO3/THUA  BXOMAIIMA HATPUEBBIA  TOK
(INaL), Bausronuii Ha PEMNOJITPU3ANUI0 U
pedpakTepHOCTh. MyTanuy B JAHHOM TeHE
CHUIKAIOT NMMUKOBBIN KoMIOHEeHT INa, BenyT
K AuchyHKIUU KaHaJIa U TPOABJISAIOTCS
psimoM (EeHOTUNOB, BKJIOYAs CHHIAPOM
Bbpyraga, 6ose3np JleBu—JleHerpa u
cuHApPOM ciraboctu cuHycHoro y3ua (CCCY).
Myrtanuu reHa SCN5A Takke MOLYT
o0ycJIaBJINBaTh CJI03KHBIN denoTUn

Tom 4. Bvinyck 3 (15). 2024 e.

3a0ojieBaHUA, BKJIIOUYAIOIIMH HE TOJIBKO
cuHgpoMma bpyraza, HO U Opaaumkapuio,
nepeKThl MPOBOAVMMOCTU, YAJIMHEHHBIHN
WHTEepBaJ QT.Hanpuwmep, MyTalusa
1795insD mpuUBOAUT K CUHPOMY cjaabocTu
CHHYCOBOTO y3ia, HapyIIeHUAM
IIPOBOAUMOCTH, CcUHJApoMmy bpyraga wu
yaiarnHeHHOMYy uHTepBaiy QT. Takoe
reHeTU4YecKu OO0YyCJIOBJIEHHOE pa3BUTHE
cpasy HECKOJIBKUX HapyIIeHun
IIPOBOJUMOCTH, CBA3AHHBIX C OJTHIM I'€HOM,
OTHCHIBAETCA B JIuTEpaType KakK
nepekpectHblii (overlap) cumzpom. Ilpu

5TOM BO3HUKAET KJIMHUYeCKOe u
reHeTU4YecKoe IlepeKpbITHE MEXKIY
apUTMUYECKUMM  CHUHIPOMaMH, paHee
CUUTABIIUMUCS CaMOCTOATETbHBIMHU
3a001eBaHUSAMU. MexXaHU3Mbl Pa3BUTHUA

MEPEKPECTHOTO CHHJIpOMA 0 KOHIA He
u3ydeHbl. [IpoBefileHME TPAHUIBI MEXKIY
TaKUMHU Pa3HBIMU
371EKTPOGU3UOJIOTHIECKUMHU  CYITHOCTSIMHU
ABJIAETCS CJOXKHOHM, HO HeoOXOAHUMOU
3aJlaueil, MO3BOJIAIOIIEN TPUHATD pPellleHne
o HeoOxomumoi Tepamum [2]. C gpyroit
CTOPOHBI, HAJTUYKE Yy MAI[UEHTA OJTHOTO U3

JAHHBIX CUHIPOMOB obycaBIuBaeT
He0oOX0IMMOCTh IIPOBEJIEHUS GoJiee
TIATEeJTHbHON JTUATHOCTH KU ZPYTUX
deHOTUNMUECKUX TPOSABJIEHUN JAaHHOU
MyTaIuu TS VCKJTIOUEHU S WIH
MIOATBEP K/IEHU A IEPEKPECTHOTO CUH/IPOMa.
IIpexnonararor, 4To oJIMMOpPU3M

vutoxoHapuanbHon IHK (mt/ITHK) Takxke
MOKeT OBITh HPUUYMHON BapHabesbHOCTH
denoruma  3abosieBaHHMsA, TaK  Kak
IUCPYHKITUSA MHUTOXOHIPUHU, B TOM YHCJIE
CBfI3aHHAsA C PA3JIMYHBIMU BapuaHTaAMU
mT/IHK, MOKeT oKa3bIBaTh apUTMOTEHHBIN
5ddeKT 3a cueT yMeHbIIIeHUs OTHOIIEHU
AT®/AJ1®, OTKPHITHS KATUEBBIX KAHAJIOB,
3aMe/|JIeHUs IPOBeJIeHU UMITyJIbca. Kpome
TOTO, CHHU’KAeTcsA IIOCTYyIUIEHHE B KJIETKY
HAaTpUs W KaJbllusd U, B pe3yJbTaTe,
BO30y/IUMOCTh KapJAUOMHOIIUTOB. Takum
obpazom, auchyuknus MT/IHK BbI3bpIBaeT
U3MeHeHUs, cxoxue ¢ apdekToM MyTaruil
IIpA CcUHJApPOMe bpyraja - CHHXXeHHe
NIUKOBOrO KoMmIoHeHTa INa u paHHIOIO
penosgpusanuoo. Bosaukawomue mt/HK

MyTaIuu 00pasyioT yCTOMUUBBIE
TaIJIOTHIIBI, ux 00BEIUHSIOT B
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ralyIorpynnel. B UTaIbAHCKON MOMY ALY,
nmo ga”HHeIM Stocchi, L. wu coasr,
ramtorpynnsl T u J, o60beuHAeMbIe O0IITUM
nosimmoppusmom T4216C, BcTpeuarTes y
BCeX IAI[MeHTOB CO CIIOHTaHHBIM bpyraza-
IIATTEPHOM 1 THUIIA Ha
BJIEKTpOKapAuorpaMmMe U  XapaKTepHOU
KIUHUYECKONW KapTuHOU. B pesysbrare
HCCIIeZIOBAaHUA OBLIIO IIPEJIIOJIOKEHO, UTO
npuHauieskHocTb MT/IHK k ramtorpynnam

T u J SABJISIETCS BasKHBIM
MOAUDUITAPYIOITUM dakTopowm,
CO3JAI0IINM YCJIOBUSA [/ MPOSABJIEHUS
¢enoTHa CUHZIpOMA bpyrana.

OmpoBep:keHre 3TON acCOIHAIUN MOXKHO
HAUTH B mccaenoBannu losybenko M.B. u
coaBT. B pycckux MOMyJsIANUAX cyMMapHas
gacrora ramwiorpynn J u T Takxke
COCTaBJISIET OKOJIO 20%, OJHAKO B XO/e
HCCIIeZIOBaHUA Y OOJIBHBIX CHUHAPOMOM

Bpyraga Oputa oOOHapyxKeHa  TOJIBKO
ramtorpynna T — 11% [6].
FeHeTnyeckoe WCCIEIOBAaHUE — SBJIAETCS

BOKHBIM AaCIEeKTOM JJIsi OLIEHKH pucKa
Pa3BUTUA KU3HEYTPOXKAIONIUX aPUTMUH Y
JleTell U TOAPOCTKOB. AHAIU3 JAaHHBIX
BBISBIIT 3HAYUTEJIHHO OOJIBIILYIO
pPacIpOCTPAHEHHOCTh  3JI0KAYECTBEHHBIX
apUTMHUH y mManueHToB ¢ MyTarmusaMu SCN5A
II0 CPaBHEHMIO C APYTUMU nanueHtamu. D.
Righi 1 coaBT. onuCHIBAIOT 3HAYUTETHHYIO
cBA3b Mexzay wMmyranuamMu  SCN5A wu
BO3HUKHOBEHHEM 3JI0KaYeCTBEHHBIX
apuUTMHUM y JneTed wmuaaiie 12 jer [17].
Taxxke, cormacHo gaHHbIM Michowitz u
COABT., ¥ MOJAPOCTKOB, HECYIUX MYyTaI[UHN
SCN5A, oTMedaeTcs IOBBIIIEHHBIN PUCK
MIOBTOPHBIX APUTMHUYECKUX COOBITUH [14].

B 2020 r. Chatterjee, D. u coasr.
BBIJIBUHYJIL  QyTOUMMYHHYIO  TE€OPHUIO
Pa3BUTUSA JTAHHOTO 3abosieBaHUs,
obHapy:xuB B KpoBH manueHToB ¢ Cb
ayTOaHTUTeJla  TPOTUB  a-CEP/EUHOTO
aKTUHA, a-CKEeJIETHOTO MBIIIEUHOTO aKTHHA,
KepaThuHa-24 W KOHHEKCHUHa-43. ITH
aQHTHUTEeJIA OTCYTCTBOBAJIM B KOHTPOJIHHOM
rpylme, a TakXke y TAIUEHTOB C
runepTpopuIecKor, AUIATAlHOHHON U
apUTMOTEHHOU KapAUOMHONATUAMU.
Kpowme Toro, ayToanTuTea K 3TUM 4 OejIKam
IIPUCYTCTBOBAJIN HE3aBHUCUMO oT
reHEeTHYeCKOIro Bapuanta Cb [11].

Tom 4. Bvinyck 3 (15). 2024 e.

HeunsBecTHO, ABJIAIOTCA JIM ayTOAHTUTENA
IPUYNHOUN WJIU PE3yIbTaTOM CTPYKTYPHBIX
aHoMaynil y namueHtoB ¢ Cb, ogHako He
HCKJIIOUEHO, UYTO HAJIMYME UX B KOMILJIEKCE C
MUTOXOHAPUATBHOU nuchyHKIUen
CIIOCOOCTBYeT KJIIMHUYECKOMY MPOSIBJIEHUIO
JTAaHHOM HacJIe/ICTBEHHOU KaHAJIOMaTHH.
KivHuuyeckasa KapTHHa CHHApOMAa
bpyraga

BrIpakeHHOCTDh KJIMHUYECKUX MPOSBIEHUN
npu Cb 3aBUCHT OT CTEIleHW HapylleHUu:d
GyHKIMM  HATPUEBBIX KaHAJIOB: IIPHU
JIUCPYHKIIUM  MeHee  25%  KaHAJIOB
oTMedaeTcs beccuMIITOMHOE Teuenne, JKI -
W3MeHeHUs U KJINHUYecKasg KapTHUHA
Ha0JTI0/1aI0TCA mocJjie IIPOBOKAIINHU
6si0KaTopamu Na KaHaJIOB. IIpu
MOBpexXeHun Oosiee 25% HATPUEBBIX
KAaHaJIOB pHUCK BCC 3HAUUTEJIbHO
BO3pacTaeT, BO3HUKaeT crioHTaHHbIN DK —
narrepH bpyraza 1 Tuma, cUHKOHAJIbHBIE
COCTOSIHUA [4].

B GosnpminHcTBe ciayuaeB Cb y nmereit Teuer
oeccumntoMHo (72%), omHakKo y psza
mamyenTa IIEPBBIM MIPOSIBJIEHNEM
3abosieBanus MoxkeT 66T BCC BesiesicTBue
JKeJIyZIOUKOBBIX apuTMuil. Tak, y marueHToB
¢ Cb uyacro mnepsBble XKe apuUTMHYECKHE
COOBITUS MPUBO/IAT K JIETAJIBHOMY UCXO/TY, B
TO BpeMsA Kak y IaIMeHTOB C CHUHAPOMOM

YIUIMHEHHOTO WHTEpBAJIA Q-T
HaOJII0Zal0TCA npeaynpex/aronye
CUMITOMBI B BHJIE PeNUJAUBUPYIOIIETO

CHUHKOIle, KOTOpble 3aTeM IPUBOJAAT K
Pa3BUTUIO 3JI0KAUECTBEHHBIX apuUTMUH [7].
CorsacHO uccae0BaHUAM, CAMbIM YaCThIM
nepBUUHBIM IposiBiieHneM CBb y gereit
ABJIAETCA ceMeHHbINA aHaMHe3 (47%), 3aTeM

CIyJaiiHbIE IKT-Haxoaku (25%),
obmopoku (14 %), apurmuu (13 %) 1 caMbIM
PEAKHNM IIPpOABJICHUEM ABJIAETCA

npepBanHas BCC (1%) [5].

CrnenyeT OTMETUTh, YTO CHUHKOIAJIbHBIE
COCTOSHUSI, B OOJIBIIUHCTBE CJIy4aes,
BO3HHMKAIOT B IIOKOE€ HOYBI0 M YacTo
MIPOBOITUPYIOTCA  JIMXOPAJIKOU (45%),
KOTOpasi, B CBOIO OYepeab, MOKET OBIThH
BhI3BaHa MU BaknuHamued [5]. /lokasaHa
CBSI3b JINXOPAJKH HE TOJIBKO C Pa3BUTHEM
CUHKOIle, HO W C  peanusaruen
HaCJIeJICTBEHHBIX apuTMui. Tak, B 2000 T.
BIIEpBble ~ OOpaTWii  BHHUMaHWE  Ha
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CIIPOBOIIPOBAHHYIO JIMXOPAJKOH
GuOpUILIAINIO KEeJTyIOUKOB Y OOJBHOTO C
cu"zpoMoM bpyraza. Beuio mokazaHo
BiUsAHUEe GeOpUIbHON TeMIlepaTyphl Ha
MOTEHI[UAT-3aBUCUMbIE KaJTMEBbIe KAHAJIBI,
3aKJIIoUaloleecs B CHUKEeHUU TOKA KaJIuA 1
yanuHeHun uHTepBasia QT, uTo ocoGeHHO

OBICTPO  pa3BUBaeTCA B YCJIOBUAX
TUIIOKAJIUEMUU. Y  JleTeld  PEIU/IUBBI
apUTMUN  TakKe 4YacTO CBA3AHBI C

suxopaakon [3]. DneBanmsa cermentra ST
CBAI3aHA U C BBICOKOM MapacUMIIaTUYeCKOM
aKTUBHOCTAHIO, IIO3TOMY 4acTo
KJIMHUYECKU M IIPOABJICHUA Cb
HaO0JTI0/TAI0TCA HOYBIO WJIM BO BpeMs eJIbl 1
MOTYT OBITH CIPOBOIUPOBAHbI IIPUEMOM
BarOMHMETHKOB.

Taxxke yBesmnueHue BbICOTBI cermeHTa ST
HOYBI0O CBA3aHO C IIOBBIIIEHUEM YPOBHSA
TECTOCTEPOHA B CBIBOPOTKE KpoOBU. B
ucciaenoBanuu Wataru Shimizu u gp. 6p11a
BbISBJIEHA IIpsMas 3aBUCHUMOCTbh MEXKAY
YaCcTOTOM AapPUTMUYECKUX COOBITHH ©
YPOBHEM TECTOCTEPOHA KPOBU Y MY>KUUH U
obpaTHas MeXAy YacTOTON apUTMUYECKUU
coobrtuii 1 UMT. AJIKOTOJIb TaKKe MOKET
CIIPOBOIIMPOBATh MPUCTYI KEIYTOUKOBOM
apuTMuu y nanueHTos ¢ Cb.

JAunarHocruka cuHapoma bpyraga
AyekTpokapauorpaduuecKu BbIAEIAIOT 3
THUIIA TAaTTEPHOB cuHApoMa bpyraza.

Tun 1  xapakTepusyeTrcsi  MOJbEMOM
cermeHTa ST >2 MM II0 CBOAYATOMY TUILY
«coved type» c MTOC/IEAYIOIIAM
OTpULIATEIEHBIM T-3ybmom. Nuorna
JaHHBIA THO SjeBanuu cerMeHtra ST
Ha3bIBAeTCA KoHUTryparue
“OysipTephepa”. CBomuaTas KOHGUTYpAITUS
cermeHta ST 4yame BO3HUKAeT OpH
cuMnToMHbIX popmax Cb.

Tun 2 Takke xapakTepusyeTcs 3JeBaliuei
ST, oqHako OHA UMeeT ceJIOBUIHYI0 GOpMy
«saddle-back type». 3ybeny T mpu sTOM
MIOJIO’KUTETbHBIN 158051 ZByX(pa3HbBII.
JIaHHBIN THI 371€KTPOKapANOTpadUIECKUX
M3MeHeHU ! npeobsazaer pu
6eccumnToMHbIX popMmax CB.

Tun 3 xapaktepusyeTr dJieBallus cerMeHTa
ST meHee 1 MM, KOTOpasi MOXKeT ObITh 00enx
KOoHUTrypanuii, HO 4alle OTMeYaroT
«cemymopuguyo»  (Pucynok 1. IKT

nmarTepHbl cuHzapoMa bpyraza). I[TarueHThI
¢ nausbIM TUnoM DKI' — marrepHa Takxke
yaiie 6ecCCUMIITOMHBI.

6

PucyHox 1. OKI' nammephbst cuHOpoma bpyezada (a — anesauus ceemenma ST 1 muna
"ceoduamoti hopmut”, 6 — anesauusa 2 muna "cednrosuduotl popmul”, 8 — anesauua 3
muna gopmwl, 6au3xolil k "cednosudHoir”) [7].

Tom 4. Bvinyck 3 (15). 2024 e.
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Bricokue mpaBble TpyAHBIE OTBeJleHUA
HauboJiee MHOOPMATUBHBI TJIs
HccrieZIoBaHUsA 00JIaCTH BBIXOJTHOTO TPaKTa
npaBoro kemyzouka (BTIK), mostomy
JuarHoctuyeckass 3HauuMocTb IJKI' mpu
cuHApoMe bpyraza mnoBBIIIAETCA NIpU
pAcCIIOJIOKEHUU  DJIEKTPOZLOB B IIPABBIX
TPYZAHBIX OTBEJEHUAX Ha 1—2 MexKpeOepbs
Boile. Ciiefyer Tak:ke IOMHUTH, yTO JKI™-

MIPOSIBJIEHUS CUHJIpOMa Bpyrana
YMEHBIIIAIOTCS WJIN WCYe3ar0T IIPH IIpobe ¢
dusnueckoit Harpy3Koiu u 1pu
JIEKapCTBEHHOM mpobe ¢
CUMIIATOMHUMETHUKAMMU.

JlnarHoCcTU4YeCKUM KpUuTepuem Chb,

COTJIACHO TIPEAJIOKEHHBIM B 2013 TOIy
pexkomenmanmam  HRS/ EHRA/APHRS,
CUMUTAEeTCs HaJIW4Yhe CIOHTAHHOTO WJIU
JIEKapCTBEHHO-UH/YIIUPOBAHHOT'O IKTI-
marrepHa I Tuma, 3aperucTPUPOBAHHOTO B
OTHOM WJIM HECKOJIBKUX IPAaBbIX TPYAHBIX
oTBenenusax (Vi, V2 ).

Taxum obpaszom, guargoctuka CB
IIOZIpa3yMeBaET HCIIOJIb30BaHUE
dapmakosioruyeckux U Harpy304HBIX

TecToB. /st pguarHoctuku Cb  ygare
HCIIOJIB3YIOT (apmakoIoTUYECKYIO
Harpy304YHYIO poby ¢
AaHTUAPUTMHUUYECKMMHU mnOpenapatamu [A

KJacca - OJ10KkaTopaMu HaTPUEBBIX KaHAJIOB
(HOBOKaMHAMMU/I, aliMaJIuH).
JlekapcTBeHHasgs mpo6a MOKET BBI3BIBATH
BIEPBbIE JIMAaTHOCTHPOBAHHBIN IMOJABHEM
cermeHnTa ST van yCUIUTh y:Ke UMEIOILIYIOCH
5JIEBAlIMI0 C U3MEHEHHEM THUIMa HaTTepHa.
I[Ipy 53TOM [AMATHOCTHYECKOW CUHNTAETCS
Moudukanys 2 u 3 Tuia OKI' - uameHeHu
B JKI' narrepH cunapoma bpyraza 1 tuna, a
TaK)Ke JOCTUKEHHeE J-BOJIHOW aMILIUTY/bI
OoJiee 2 MM B TPABBIX TPYHBIX OTBEEHUSX.

I[Ipoba comHUTENbHA TIPU U3MEHEHUU
Tperbero tumna IKI' Ha BTOpOUl. B Takom
ciIyJae HeoOX0IMMO IIPOBOJIUTH
JIOTIOJTHUTEJIbHbBIE JTIMATHOCTUYECKHE
HCCIIeZIOBAHUS JJI OIIpeieJIeHus JUarHosa.
PytunnOe HCII0JIb30BaHUe
IIPOBOKAIIMOHHOTO TecTa € aWMaJIMHOM
OTIPEJIETHIIO Cb KakK HauboJsee
pacIpoCTpaHEeHHbIN JTUaTHO3 cpenu

Tom 4. Bvinyck 3 (15). 2024 e.

HACJIEJICTBEHHBIX aDUTMHUH M KaHAJIOTIATHH,
BBISIBJIEHHBIX B ceMbax ¢ BCC [16].
HcceoBanue Brugada u Iip.
IIPOJIEMOHCTPUPOBAJIO BBICOKYTO
YyBCTBUTEJBHOCTh aMaJIMHOBOTO TEeCTa W
MEHBIIIYI0 UYBCTBUTEIBHOCTDH (PJIeKamHUIA
U npokanHamuza g auarHoctuku Cb. B
paMKax HCCJIeI0BAaHMs HU Y OJHOTO U3 53
MMAI[UEHTOB KOHTPOJIBHOM TPYHIIIbI IIPU
IIPOBEZIEHNH IPOBOKAIIMOHHOTO TeCTa He
pazBuwica OKI' marrrepH 1 tuma. OpgHAKO
JJAHHOE HCCJIEJOBAHHE HE II03BOJIAET
cleIaTh BBIBOABI O CIENMU(MUUYHOCTH TeCTa
13-3a IMPOOJEMATHYHOCTA KOHTPOJIHHOU
TPYMIIBI: Y BOCbMU MAIMEHTOB U3 HUX ObLiIa

JIMCILIA3 S IIPaBOTO JKeJTyZIouKa.
JanpHelIe HccaeoBaHUS € OOJIBIINM
KOJINYECTBOM ITaI[IeHTOB
MIPOIEMOHCTPHUPOBATIA 16%
JIOZKHOTIOJIOKUTEIbHBIX pe3yJIbTaTOB

alMaJIMHOBOM MpOOBI TpPHU  JIUCIJIA3UH
IIpaBOTO JKeJyouka. Takke y gecATH
YyeJIOBEK U3 KOHTPOJIbHOW TPyIIbl ObLIa
mosHasg OJi0oKaZia MPaBOM HOXKKH IIydKa
I'mca, yTo MoxkeT mackupoBaTbcd mmog KT

IIaTTepH 1 THUIIA. OtcyrcrBue
JIOKHOIIOJIOXKUTEJIbHBIX ~ Pe3yJbTaTOB B
KOHTPOJIbHOM rpyIe, BO3MOKHO,

0o0yCJIOBJIEHO TeM, YTO HHU y KOrO U3
KOHTPOJIbHOM TPYNIbl 3JEKTPOABL  JJIs
peructpanuu IKI He ObLUTHM pa3MelleHbI B
TPEeThEM WJIM BTOPOM MexXpebepbe, UTO
HCIIOJIb3yeTcsl B OOINeld TMpakTUKe i

peructpanuu  Cb, a wucnosb3oBaHue
BBICOKUX 3JIEKTPOZOB IIOYTU Yy BauBaeT
YyBCTBUTEJIBHOCTh TeCTa U  CHUXKaeT

creruudHOCcTh. Kpome TOTrO, y Merei
MJIAZIIIIETO BO3PacTa JIOKHOOTPHUIIATEIbHbIE
pe3yJIbTaThl alMaJIMTHOBOTO TecTa
BCTPEYAIOTCSA B 25% CJIydaeB, YTO BHI3bIBAET
HEOOXOZIMMOCTh TIOPOBEJIEHUST TIOBTOPHOTO
IIPOBOKAIITMOHHOTO TEeCTa, TEeM CaMbIM
yBEJIUITUBAsT PHUCKH BO3HUKHOBEHU S
Mo00YHBIX 5GGEKTOB B BUJE PA3BUTHUA
apUTMUHN [13]. Taxum obpazom,
IIPOBE/IEHNE ITPOBOKAIIMOHHOTO TecTa C
aMaJInHOM JIOJDKHO OBITh OTPAaHHUYEHO
HeOoITpeieJIEHHOU CITEITUMUIHOCTHIO TECTA U
3HAYHUTEIHHBIM TPOAPUTMHYECKUM PHCKOM
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(c mpoBokaruent ®K makcumanabHO v 1,8%
00cJIeJOBAaHHBIX MAIMEHTOB), CBA3aHHBIM C
HUM.

JIJisi  WCKJIIOYEHHWs  TUNEPAUATrHOCTUKH
cugApoMa bpyrama y IanmueHTOB C
JIEKapCTBEHHO WHAYIIUPOBaHHBIM bpyrama-
narrepioM [ Tuma Obula TpezIOKEeHA
«IIlapxaiickass mIKajga JJId JUATHOCTUKU
Cb» - HOBBIE JIMarHOCTUYECKHE KPUTEPUH,
KOTOPbIE VUYUTBHIBAIOT pe3yabTaThl
JIEKapCTBEHHO CITIPOBOITUPOBAHHBIX
n3MeHeHHHd Ha IKI JuIlb B cOUYeTaHHUH C
KJIMHUYECKUIMU ITPOSBJIEHUSAMH, CEMENHBIM
aHAMHE30M U pe3yJIbTaTaMH reHETUUECKOTO
TecTUpoBaHusA. TakuMm 0Opa3oM, OTIMYUE
IITaHxalcKOM AUATHOCTUYECKOH IIKAJIbI OT

PYKOBO/ZICTBA HRS/EHRA/APHRS
3aKJIIOYAETCA B BO3MOKHOCTU IIOCTAHOBKU
Cb B ciryqasax JIEKapCTBEHHO

CIIPOBOITUPOBAHHOU 3JieBaruu cermeHTa ST
I Tuma B couyeTaHWy ¢ HAJITMYUEM OJTHOTO U3
CJIEAYIOIINX JIOTIOJTHUTETbHBIX
KJIMHUYECKUX KPUTEPUEB:
®XK/nmonmumopduas KT B anamuese, BCC B
CEMbE Y JIUI] MOJIOXKE 45 JIET C HETATUBHBIM
3aK/IIOUEHUEM AayTOIICMU, apPUTMOTEHHBIN
00MOpPOK, CIIOHTAaHHBINA WJIN JIEKAPCTBEHHO
WHAYIIMPOBAHHBIN bpyrazja-naTrepH 1 TUMIA
Yy 4JIEHOB CEMbU WJIM HOUYHOE aroHaJIbHOE
AbixaHue. JluarHo3 cuHzapoMma bpyraza,
corstacHo IllanxaiicKoi IKajie, MOKeT OBITh
JINaTHOCTUPOBAH IIPU HAJUYUU XOTS OBl
onHoro JKI'-kputepus u npu o011Iel cymMMe
6astoB 3,5 u 6osee. IIpu cymme 6aIoB OT
2 10 3 [AWar”Ho3 paclieHUBaeTcsA Kak
BO3MOJKHBIH, a cymMMa 0aJlJIoB MeHee 2
ykasbiBaet Ha orcytctBue Cb [5].

Crnenyer pasinyarh
ayiekTpokapauorpabuueckuii penomen Cb
u camo 3aboseBanue. ®enomenom Cb
ceyeT CUMTATh Cjay4dau, KOTjla IIpu
yCTpaHEHUU MNPUYUHHBIX (akTopoB IKI
HOPMaJIN3yETCA, TEHETUUYECKOE
TECTUPOBaHUE OTPUIIATEJIFHOE, a
JIeKapCcTBEHHasi Ipo0a He  BHI3BIBAET
Mmoaudukanuw IDKI' mo Tumy mnarrepHa

Tom 4. Bvinyck 3 (15). 2024 e.

bpyraga. B stom ciyuae DKI' bpyraga I
TUIIA MOXeT OBITh CIPOBOIUPOBAHA,
Hanmpumep, JedopMarnueir IO  TUIY
BOPDOHKOOOpDA3HOW  TpPyAHON  KJIETKH,
HapylIeHneM MeTabosu3Ma U UIIeMHeN
MHOKap/a, B TOM UHCJIe Y CIIOPTCMEHOB. ITH
COCTOSAHUSI MOTYT OBITH pacIleHEeHbl Kak
cyJyau (penokonuu. Paznuna B
TEPMUHOJIOTUUN HeoOXoauMa, YTOOBI
oT/InuuTh nHble npuunHbl JKI' - narrepna
bpyraga or caydaes Cb, IIOCKOJBKY
(deHokonMu uyaiie Bcero He OOYCIOBJIEHBI
reHetnyecku. OHAKO 5Ta HOMEHKJIATypa
ocTaeTcsl CIIOPHOM, TaK KaK BO3MOKHOCTU
MOATBEPK/AEHUS TeHEeTUYeCKOM IPUPOIbI

Cb B cimywyae penkux wyranui (3a
UCKJIIOUEHUEM SCN5A) JIOBOJIBHO
OTpaHUYEHBbI BCJIEJICTBHE WX OOJIBIIIOTO

pa3HOOOpa3usi, YTO MeINIaeT HCKIIOYUTHh
TreHeTUYEeCKYIO IPeJIPACIOIOKEHHOCTD [7].
YacTo y Takux MAIUEHTOB B COCTOSHUU
IIOKOsl pa3BUBaeTcs bpyraga - momoOHbBIHN
nmatTepH 2 tumna. /s quddepeHninanibHON

JINaTHOCTUKA  TaKWUX  COCTOSAHHUA |
oIpeJieJIeHUs pucka MoauUKAINIU
JIQAHHBIX BJIEKTPOKap/inorpadUuecKux

n3menenul B KI'- marrepH 1 Tuma ObLIO
IIPEJIJIO?KEHO HECKOJIBKO JIOMOJTHUTEIbHBIX
KpUTEpUEB. B BTUX KPUTEPUAX
HCIIOJIb3YeTCA TPEYTOJbHUK,
00pa30BaHHBIN BOCXOAIIEN U HUCXOIAIIEH
BeTBAMU  BOJHBI I'  (pPUCYHOK 2.
JlonosHuTeIbHBIE KpuUTepuu bpyraga -
maTTepHa 2 TUIA):

1. Yron [(: 3HaueHwe >58° wyare
CBUJIETEJILCTBYET O  BBICOKOM  PUCKE
nmpeoOpa3oBaHUsA JAaHHBIA TATTEPH B

MaTTEPH 1 TUIIA U CBUIETEJIHCTBYET B MOJIb3Y
cuHapoma bpyraza.

2. JlnviHAa OCHOBaHUA TPEYTOJIbHUKA,
chopMHpPOBAaHHOTO 3yOITOM I’ Ha 5 MM HHKE
TOYKH MaKCUMAaJIBHOTO MOABEMA =4 MM ¥y
MIAuIIeHTOB ¢ CUHJIpoMoM Bpyraza [11].
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B angle >582

Base of tri

|

angle >4 mm

Pucynok 2. JlonosHuTenbHble KpuTepuu bpyrasa — narrepHa 2 tuna [11].

Perucrpanus OKI'y fieTeil u mOJIPOCTKOB €
HACJIEICTBEHHBIMU apUTMUAMU He BCerja
BeJleT K CBOEBPEMEHHOU IIOCTAaHOBKE
JINarHO3a B CBA3U CO CJIOXKHOCTAMU,
CBA3aHHBIMU ¢ MIPABUJILHOM
WHTepIpeTanuen KT u 4acThIM
oTcyrcTBUEeM  xapakrepHblx gna  Cb
crioHTaHHBIX n3MeHeHUN Ha DKI'. Kpowme
TOTO, CHUKAET BEPOATHOCTb JUATHOCTUKU
JAQHHOT'O  JUarHo3a MW  KJIAaCCHUYecKoe
pAacCIIOJIOKEeHUE SJIEKTPOJOB B  TI'PYJHBIX

oTBeneHussx. PeOpwybHAsA TeMIeparypa
Tejla 3HAUUTEJIbHO oO0JierdyaeT IOUCK
MaIyeHToB ¢ HaCJIe/ICTBEHHBIMH

HapYLIEeHUsIMU pUTMa CepAlla, BbI3BIBAA
CHIJKEHUE TOKa Kajus U oOpa3oBaHUE
rpajiueHTa HaIpsKeHUsA MEXKIY
OTAEJNbHBIMU y4YacTKaMu MUOKapja. Taxk
KaKk T[OBBIIIEHWE TeMIlepaTypbl 4acTo
COIIPOBOK/IA€eT pa3/INYHble UH(PEKI[OHHbIE
3a00s1eBaHU, MOXKHO IPEIIOI0KUTH, UTO B
YCIOBUAX WH(QPEKIIMOHHOIO CTallOHAapa
BEPOSAATHOCTH BBISIBJICHUS JIAHHOTO
JKU3HEYTPOXKAIOIIET0 CHHJPOMA Tropaszio
Bblllle IpU ycsioBuu, uTo K[ 6bLIO CHATO
Ha ¢oHe Jmxopagku (0cOOEHHO TIpu
HeOObSCHIMBIX CUHKOIIAJIbHBIX
COCTOAHUAX B aHaMHese, ciaydyaax BCC B

ceMbe).
l'eneTnueckoe TEeCTUPOBaHUE Ha
BPOKJIEHHBIN CUHIPOM bpyraga

PEKOMEH/IOBAHO BBITIOJIHATH BCEM JIETAM U
IIOJIPOCTKAM IPU HATUYUM CIIeITUPUIeCKUX
nsMmeHeHn OKI' v HaJMUMU CIIEAYIOMINX
dakTopoB pucka BCC: xely0uKOBBIE

Tom 4. Bvinyck 3 (15). 2024 e.

HapymeHusa purtMma, ciaydau BCC B cembe,
SMHU30/1bl CUHKOIIE, CEpJIEUHBIN apecT B
aHamuese [4].

B cepuu nabmiogenuit bokepus JI.A. ObL1
BBISIBJIEH P 0COOEHHOCTEN, KOTOpPBIe
MOTYT YKa3blBaTh HAa HaJIMYKe MyTalui B
reie SCN5A: yBeJnMyeHHE HWHTEPBAJIOB
npoBoaumoctu Ha QKT mokost (PQ u QRS) u
yBesmuenne wuHTepBasioB AH u HV 1no

JaHHBIM 5JIEKTPOU3M0JIOTUIECKOTO
KCCIeIOBaHUS (o0n). JlanHbIEe
sJIeKTpoKapAuorpaduueckie Mu3MeHeHUs

BO3HUKAIOT MPHU ITOJHOW MOTepU (GHYyHKINU
HATPUEBBIX KAHAJIOB, IIPU TOM TAIUEHTHI C
JIAHHBIM THIIOM MyTaIlil HUMEI0 Pa3HYI0
CTeleHb BBIpaXeHHOCTU cUMIITOMOB Cb - oT
06eCCUMIITOMHOTO TeUYeHUA bifo)
PEeUINBUPYIOIIHIX CUHKOTIAJTbHBIX
COCTOSTHUH, 3JIOKAUYECTBEHHBIX apUTMHUU U
CUHpPOMa cJ1a00CTH CHHYCHOTO y3J1a [1].

Cienyert TaKXe OTMETHUTDH
2JIEKTPODUBHOTIOTHYECKUE  MPEAUKTOPDI
3JIOKAYECTBEHHBIX APUTMHU, TaKHe Kak

JUCPYHKIUA CHHYCOBOI'O y371a,
BHYTPHKEITYZI0YKOBAsA 3aJiep:KKa
IIPOBOIMMOCTH, IIpeACEPAHbIE APUTMUU,

TaK KaK apUTMOTeHHBIH cybcTpar mnpu
CUHpOME bpyrana HE JOJIKEH
OTPAHUUYMBATHCA KEJIYJOUKOBBIM YPOBHEM
U BIIOJIHE MOKET TaKKe YUYUTBIBAThCSA
K BO3HUKHOBEHUIO CYNIPaBEHTPUKYJISPHBIX
aputMmuii. Kpome Toro, Hamuune rirybOKOTo
gybma S B I ortBenennu OKI', mo maHHBIM

Michowitz u coaBT., MOXKeET TaKXe
yKa3blBaTh HA BBICOKYI) BEPOSATHOCTH
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pa3BUTUA Yy MaldeHTa apPUTMHYECKUX
cobpITUM [14].

Pacimimpsier BO3MOKHOCTH JIMAaTrHOCTUKU
IIpUMeHeHue 24-4aCcOBOTO
MOHUTOpUpOBaHUA 1o  Xoarepy, C
IIOMOIIIBIO KOTOPOTO BEPOATHOCTD
3aperucrpupoBatb JKI-nmarrepusr Cb I
TUIIA 3HAUUTEJIbHO BO3DPACTAET B CBA3U C
peructpanueii JKI' B  mpoMexXyTKH
BpeMeHH, KOT/la U3MeHEHUS MOSABJIAI0TCS
3HAUUTEJIBHO Yallle, HallpuMep, BO BpeMs
CHa WU mocJe npueMa numy. CpaBHeHUe
YyBCTBUTEJIbHOCTU PA3JIMYHBIX BapUAHTOB
danmucu IKI, mposemeHHoe Shimeno wu
COAaBT, MIOKa3aJ10 yBeJIU4YeHre
YyBCTBUTEJBHOCTU JIMATHOCTUKU OT 25%
pu mpoBesieHun ofHOKpaTHOW K[ B 12
OTBeZleHusAX 70 38% mnpu 24-4acoBom
MOHUTOPUPOBAHUU W N0 55% mnOpu 24-
YacOBOM MOHUTOPUPOBAHUU C BBICOKUM
PaCIIOIOKEHUEM OTBEIEHU.

[IpuHATO CUUTATh, UTO KJIUHUYECKHE
npu3dHaku Cb oTMeudawTcss TOJBKO B
COCTOSTHUHM TOKOsI, OTHAKO y HEOOJIBIION

TPYIIIIBI MTaIUEHTOB Pa3BUTHUIO
5JIEKTPOKapAUOrpaduueCcKux u/unu
KJIMHUYECKUX CHMIITOMOB JTAHHOTO
CUHApPOMa  CIOcOOCTBYyeT  (pusmueckas
aktTuBHOCTh. Tak, Batra A. um coasT.
OTIHUCBHIBAIOT KJIMHUYECKUH cydan
Pa3BUTHUSA CHHKOMAJIBHBIX JIHU30[0B Y

MareHTa BO BpeMs 3aHATHU CIOPTOM U
IpoBefileHusi Tpeamusa - Tecra [8]. Psan
HccIIefoBaTesen IIpEeJINoJIaraer, qTO
2JIEKTpPOKapAuorpadUecKrue U3MEeHEHUS B
Buje mnoabemMa cermeHra ST BO Bpemsd
BOCCTAHOBJIEHU S IIoCJIe IPOOBI c
¢ur3uveckoil Harpy3Koi y TaKUX MaIieHTOB
JIAIOT  JOTOJHUTEJLHYI0O  BO3MOXKHOCTH
JUATHOCTUKU JIaHHOrO 3a0oJieBaHUA WU
MOTYT OBITH HCII0JIb30BAHbBI pu
cTpatudUKAI PHUCKA KaK MPEIUKTOPbI
HebJIaronmpuATHOTO TedeHus. Kpome Toro,
peructpanusa SKI' - narrepra Cb Bo BpemA
TPEAMHJI - Tecra TpedyeT OrpaHUYEHUs
¢r3uveckoil aKTUBHOCTU Y JAHHOU TPYIIIIBI
ITaIEHTOB.

Coobmmasiocn TaKKe 0 I10JIb3€e
HCII0JIb30BaHUA UMILIaHTUPYEMOTO
IIETJIEBOTO PErucTpaTopa /Ui BBIABJIEHUS
CKPBITBIX apPUTMHUM, a TaKXKe JJIsI TOYHOU
OIleHKW CHUMIITOMaTH4YeCKUX apuUTMui. B

Tom 4. Bvinyck 3 (15). 2024 e.

ucciaenoBanuu D. Righi et al. perucrpartop
ObL1  Oe30omacHO WMIUIAHTUPOBaH 0e3
MO000YHBIX 3(PGHEKTOB, UTO MHOATBEDPIKAAET
II0JIb3y ATOTO MHCTPYMEHTA B yHpPaBJIEHUH
JleueHreM U BbIOOpe Tepanuu [17]. B psage
ZIPyTUX vcceJOBaHU I YacToTa
OCJIOKHEHUH cocTaBHIa 5-10%.

Omnenka  OOJIBIIMHCTBA  HPEJUKTOPOB
3JIOKAQ4eCTBEHHBIX apuTMUi u
crpaTuduKanus pUCKa OGECCHMIITOMHBIX
NaleHTOB  HA  CETOAHANIHUN  JIeHb
BBI3BIBAIOT 3HAYUTEJIbHBIE 3aTPY/[HEHU.
Ucnonp3yerca 1mkasa crparuduKanuu
pucka, coszgaHHas Sieira u coaBtr. OHa
OCHOBaHA Ha OIleHKe IIecTu (PaKToOpoB
puckKa pa3BUTUA 3JI0KQUYEeCTBEHHBIX
HapyIIeHU! Cep/IeuHOr0 PUTMA, KaXK/IOMYy
13 KOTOPBIX COOTBETCTBYET OIIpe/leJIEHHOE

KosnuyectBo  OannoB.  Ilpegukropamu
BBICOKOTO pHCKa B JJAaHHOU  IIKaje
BBICTyHAIOT  TaKWe  CHUMIITOMBI, Kak

obMmopoku, crnoHTaHHbI IKI-narrepn I
THIIA, CHHAPOM CJIA0OOCTH CHUHYCOBOTO y3J1a,
nepeneceHHass BCC, cemelHbBIN aHaMHe3
BCC, JKeJIyJIOUKOBBIE TaXUApUTMHUH,
UHYIUPYEMBbIE
5JIEKTPOPU3UOJIOTUYECKUM
rccyiefoBaHueM. PUCK pasBUTHS apUTMUU
OIleHMBAETCs [0 CyMMe HaOpaHHbBIX OaJLJIOB:
yeM OHa OoJibllle, TeM BBIIIIE PHUCK
JleTabHbIX apuTvMuil [18]. i oneHku
pHUCKa  pPa3BUTHA  JKU3HEYTPOKAIOIINX
apuTMUN y JeTel wvalle UCHOIb3yeTcs
crenajbHasi IeAuaTpUUecKas IIIKaja,
paspaboranHass B 2018 roxy Gonzalez
Corcia 1 coaBT. MakcHMaJIbHOE KOJIUYECTBO
oatoB (4 Oayia) orhaercs IIalfEHTaM C
cumnromarudeckoir ¢opmoit Cb (BCC B
aHaMHe3e, O0OMOpOK), 3 Oamra — 3a
cnonTanHbil DKI-narrepH I Tuma, 2 6ayia
— 1pu auchyHKIHU CHHYCOBOTO Yy3JIa
Y/WJIA TIpeJIcepTHOM TaxuKapauu, 1 6amt —
IIpU HaApyIIEeHusaX MTpoBoguMocTu. Ilpu
cymMme 6asioB OoJsiblie 6 PUCK Pa3BUTHUA
3JIOKAYECTBEHHBIX aDUTMHUYECKUX COOBITUU
IpeBbIIaeT 50%, a y OOJBHBIX C
CyMMapHBIM 0aJIJIoM 4 B 0oJiee TOCTHUTAEeT
30% [5].

OpHako, psAA wuccaeoBaTeNIe CUYUTAIOT
HEOIPaBAaHHBIMU IIOCTAHOBKY JHarHo3a
Cb y mamueHTOB, UMEIOIUX CIIOHTAHHBIN
OKI'-narrepn bpyraga 1 Tuma npu
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6ecCUMITOMHOM TeYeHUU, U OXKUJIAaHUE Y
HUX BBICOKOTO pucka paszsutusa BCC no
MaHH@ecTaluy XapaKTEPHBIX CUMIITOMOB,

TaK KakK eKeroiHas YacToTa
3JIOKAYECTBEHHBIX APUTMHH y TAIUEHTOB C
M30JIMPOBAaHHBIM

3JIeKTpOKapAuorpapuuecKuM CHUHAPOMOM
Bbpyraga cocrasiser 0,5%, a y HalieHTOB C
obMopokamu B aHaMmHe3e - 1,0%. Cienyet
MIpUAEPKUBATHCA TAKTUKU HAOJIIOZIeHU 32
JTAHHOU TPYIIIIOU MAIUEHTOB /[0 TTOSBJIEHUS
CUMIITOMOB, a TaK)Ke PEeKOMEHJIOBaTh UM
OTKa3aTbhCs oT IIpernaparos,
npoBorupyomux IKI I Tuna, u 00bICHUTD
BOXKHOCTH aJIeKBaTHOTO U CBOEBPEMEHHOTO
JleyeHus auxopagku. C Ipyroil CTOPOHHI,
uccienoBanue F. Sacher u coaBt. mokasasno
HaJIMYe MOTUBUPOBAHHBIX cpabaThIBAaHUMI

HMIUIAHTUPYEMOTO KapAuoBepTep -
nebubpuisTopa y 12% ManMeHTOB C
0ecCUMIITOMHBIM TeueHUEeM CBb. B

MHOTO1eHTpoBOM ucciaenopannu FINGER
YacToTa apuUTMU cpeau OGecCUMITOMHBIX
HaIreHToOB co CIIOHTAHHBIM IKT
IIaTTEPHOM 1 THUIIa B JiBa pa3a IpeBbICHJIA
YacTOTy AapuUTMHUA y 0OeCCHUMITOMHBIX
MalieHTOB ¢ JIEKApPCTBEHHO
WHIYIIUPOBAHHBIMYA U3MeHeHuAMU Ha KT
u cocraBmaa 0,8% u 0,4% B TOA
COOTBETCTBEHHO. Takum  obpazom,
paccuuTaHHas B COOTBETCTBUU CO IIKAJIaMU
cTpaTudUKauu pucka okujraemMas
BEPOATHOCTH pa3BUTHUS JIETAJIbHBIX
apUTMHUM OKasajlaCh 3HAYHUTEJIPHO BBIIIE,
4yeM peasibHas 4acTOTa UX Pa3BUTHUA B pAJie
IIPOBEIEHHBIX HAOTIO/IEHU .

[TanmenTsl ¢ 0OMOpPOKaMH B aHAMHe3€
HAXOAATCA B IPOMEXKYTOUYHON TpYIIIIe
pucka. PHCK JIeTaIbHBIX apUTMHUYECKUX
COOBITUH B JAHHOM CJIy4ae BBIIIIE, YeM PUCK
y I3HAYAIbHO OECCMIITOMHBIX ITAIlEeHTOB,
HO HIJKE, YeM y IAIlHEHTOB C OCTAHOBKOU
cepana. Beiziendior 2 rpynmnbl, pa3JudHble
110 TPUYHHE PAa3BUTHUs O0OMOPOKOB: ITepBas
— C apUTMHYECKOU MPUPOJON CHUHKOIIE U
MeHee 0J1arOIPHUATHBIM ITPOTHO30M, BTOPAs
— C Ba30BarajJibHbIM CHUHKOIIE U XOPOIIUM
IIPOTHO30M. Joa rPaMOTHOU
cTpatuUKaluy pHUCKAa B JAHHOM CJydae
Ba’KHO 3HATh MPUYNHY IOTEPU CO3HAHUs. B
cepuu dpaHITy3cKHX  HCCIEJOBAHUM,
BKJTIOUABIIIEN 57 MAIlIEHTOB ¢ 0OMOpPOKaMU

Tom 4. Bvinyck 3 (15). 2024 e.

n CbB, CUHKOHAJIbHOE COCTOAHHE OBILIO
OIlEHEHO KaK BEpOATHO apUTMUUYeCKoe B
40% cy4daeB, a BEpOSTHO Ba30oBarajibHOE U
0OMOpOK HESICHOTO TeHe3a BCTPEeYaJIUCh C
OZIMHAKOBOU YaCTOTOH B OCTABIIIEMCS YHCJIE
caydaeB. O Bo Bpemsa HabGIIOfeHUSA
pa3BWIach TOJBKO B TPYIIIE C BEPOSITHO
apUTMUYECKUM 0OMOPOKOM B 22% CJIy4daeB.
AHasiorugHo B rOJIJIaHICKOM
HCCIeJOBAaHUH, BKJIIOUABIIIEM 118
nanueHtoB, ®K pasBusace smib y 12%
MAIMEHTOB TPYIIIbl C HPEAIOI0KUTETHEHO
apUTMUYECKUM 0O0MOPOKOM.
[IpenmnosiokuTh TUOD OOMOPOKA MOXKHO II0
KJIMHUYECKUM IPOSABJIIEHUSM Ha MOMEHT
IIOTEPU CO3HAHHWA. BaXHO MOMHUTH, UTO
IIPOAPOMAJILHOE COCTOSIHUE ¢
3aTyMaHEHHbBIM 3peHHEM Pa3BUBAaETCA MPU
HeapuUTMUYeCKOM 0OMOPOKe, a aHOMaJIbHOE
ZIbIXaHUe YacTo COIIPOBOK/IA€T
aputMudeckuii  obmopok. Hegnep:kaHue
MOYHU WU cepAlieOueHre ABJIAI0TCS MeHee
crrenuUIHBIME cuMmnTomamu [7]. OmgHako,
Tak Kak nanueHTsl ¢ Cb nemMoHCTpupyloT
Oojiee  BBICOKMI ypOBEHb AaKTHUBAIlUHU
MapacuMIaTUYeCKUX U MEHBIIUN YPOBEHb

CUMIIATUYECKOU  aKTUBAIlUH,  MOKHO
IIPEJIOJIOKUTD COCYII[eCTBOBaHUE
Pa3IUYHBIX TUIIOB 00MOPOKOB,

HCIIBITBIBaeMbIX IanueHnTtamu ¢ Cb. Takum
obpa3oM, Ba30BaraJbHBIN TUII 0OMOPOKA He
HcKiouaeT cunapoma bpyrazga [17].
3akjaioueHue

Junarnocruka cugzipoma bpyraza B eTckomM
BO3pacre 3aTpy/THEHA 13-3a
OECCUMIITOMHOTO TEYE€HHsI, OTCYTCTBUSA
n3Menennd Ha OKI' B COCTOSIHMM NHOKOS U
HEJIOCTaTOYHO TOYHOU WHTepIIpeTaIuei
pe3ynbpTaToB uccaenoBanuii. Heobxomumo
TIIATEJIPHO coOWparTh aHaMHe3, YTOUHSA
HaJInune SIIN30/I0B CHUHKONAJIbHBIX
coctostHUH, apuTmuii (B Tom yuciie CCCY) y
pebenka u ciaydaeB BCC y po/icTBEHHUKOB
J0 45 Jjer. Takum JeTsM HeoOXOIHUMO
IpOBOAUTH cHATHE DKI' B BBICOKUX I'PYHBIX
OTBEJIEHUSAX U IIPOBOKAIMOHHBIE ITPOOBI
JUIA TIOCTAaHOBKM JIMarHO3a, OJHAKO MpHU
onleHKe Npo0 BaXXHO NPUHUMATH BO
BHUMAaHHE OTHOCUTEJIbHO HHUBKYID UX
cierqupuyroctb. Ciienyer TOMHHUTH O
JIOTIOJTHUTEJIbHOM BO3MOKHOCTHU
IIOCTAaHOBKMU JHAarHo3a y IIallUeHTOB BO
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BpeMs JINXOPAJIKH, pu OLIEHKE
3JIEKTPOKAPAUOTPaMMBbl, CHATOH BO BpeMs
CHA WIM TPUHATHA IUIIH, a TaKXKe O
Heo0XO0IUMOCTU TeHEeTUYECKOTO
HCCIIeJIOBAaHUSI B BHUJy 0OoJiee BBICOKOTO
PUCKA 3JIOKAYECTBEHHBIX aPUTMHUUYECKUX
JINMTEPATYPA
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