[H(popMaIis opo mamieHTa

Cunapom bpyraga

1. 3nopoBe cepue

Cepue - e crieniaizoBaHuil M's3, SKMH PETYJISIPHO
i Oe3nepepBHO CKOPOYYETHCS, MEPEKAUyIOUH KpPOB
no BchoMy Tinmy. HacocHa 1ist cepus clipuuMHEHA

IIOTOKOM CICKTPUIHUX CI/II‘HaJ'IlB SIK1

MOBTOPIOIOTBCST B IHKJI, IO MHPOXOIWUTh dYepe3
cepue. Koxken mukn - me oxHe cepuedurts. Lo
eJIeKTPUYHY aKTUBHICTH CEpIlsl MOXKHA BUMIPSITH Ha
eJIEKTpOKapiorpami (EKI). Iopymenns
CJICKTPUYHOI ~ aKTUBHOCTI  cepls, BiJIOME sK
apuTMisi, MOXXE€ BIUIMHYTH Ha 3JaTHICTb Cepls
HaJIS)KHUM YHHOM IIEepeKadyBaTH KPOB.

2. Cungpom bpyraga

Cunppom bpyrama (CB) - me piakicHe cmagkose
3aXBOPIOBAHHS CEpIlL, NPH SKOMY IOPYILYETHCS
MOTIK EJEKTPUYHUX CHUTHAIIB dYepe3 cepre. Lle
BiIOYBa€THCS TOMY, IO PYX HATpil0 B KIITHHU
cepus nopymyerbes. lle Moxke mnpu3BecTH 10
HeOe3MeYHHX IS SKUTTS apUTMIM.

3. IommpeHicTh Ta CHAAKOBICTH

[TommpeHicTh 3aXBOPIOBAHHS OIIHIOETHCS JECHh BiJ
1:2000 mo 1:5000 oci6. Cungpom bpyraga moxe
OyTH TEHETHMYHHM 3axBOoproBaHHsM. lle o3Hauae,
MO0 [eil CHUHIPOM MOXe OyTH CIpUYUHEHUI
HNOpYIICHHSIM (MyTalli€0) y TeHi, SKUH Moxe
MepeaBaTUCS CIIaKOBO. [ 'eH — IIe YacTHHA HaIIol
JHK, sxka MICTHTh KOI IS CTBOPEHHS MOJICKYJIH
(6imka). KoskHa mromuHa Mae JIBi KOIIi KOXHOTO
TeHa, sSKi MOXYTh BHKJIHMKAaTH cuHApoM bpyrana.
Le#t rem BigmoBiZae 3a KOMYBAaHHS HATPiEBUX
KaHamiB y cepui i HasmBaeThcst SCNSA. SCNSA
3HAaXOJWUThCSA HAa OIHIH 3 ayTOCOMHHX (HE cTaT
xpomocoM. Cunzmpom  bpyraga  BUKJIMKaHUI
mytamiero B reHi SCNSA ycmaakoBYeThCs 3a
ayTOCOMHO-IOMIHAaHTHUM THIOM. lle o3Hauae, 110
MyTaIlil Juile B OfHIN i3 ABoX Komiit reHa SCNSA
(abo Bix Oarbka, abo BiJ Marepi) IOCTATHBO MJIs
po3BUTKY  cuHApoM  bpyrama  (myramis €
JIoMiHaHTHOMO). JltoquHa 3 myTariero B redi SCNSA
Mae 50 BigcotkiB (1 i3 2) maHCiB mepemaTw
MyTalito KoxkHid autuHi. IllaHc, mo muTHHA HE
yCIaJKy€e MyTAIlifo TaKoK 50 BiICOTKIB. Y MESKUX

BHMaJKaXx HoBa (de novo) MyTamis MOXKe
BUHUKHYTH B SMICKJIITHHI, CIIEPMaTo30ifi abo B
eMOpioHi. Y 1uX BHMaIKax OaTbKU IUTHHH HE
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MaloTh MyTalii Ta cuHApoM bpyrana, ane auTHHA
Mae cHHApoM bpyrama i Moxke mepemaTH MyTaliro
CBOIM IITSIM.

BpaxeHuit 3poposa
6aTbko matn
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BpakeHa 3p0posuii BpaeHuit 3popoBa
[OHbKa CUH CUH AOHbKa

Puc 1. AyTocOMHO-TOMIHAHTHHUI THUIIOM yCIIaAKyBaHHI

4. CumnromMn

CHUMITOMH MOXYTh BKJIIOYATH 3arlaMOpPOYCHHS,
MIPUCKOpPEHE CEPIIeONTTSI, HETIPUTOMHICTD, & 1HOMI 1
pantoBy cMepTh. OpHak € Takox 0Oararo
0E3CHUMIITOMHHX ITAI[ICHTIB.

5. Jliarno3

Haii0inpmr mommpeHHMH  IHCTPYMEHTaMH  JUIS
BCTaHOBJIGHHsS JllarHO3y cuHApoMy bpyrama e
MEIUYHUHA Ta CIMEHHWH aHaMmHe3, (i3UKaIbHE
00CTeXECHHS, EJIeKTPUYIHE JOCTIDKEHHS  CepIst
(emextpokapmiorpama abo EKI'), Tect Ha aiimaiin
abo ¢mekainig (dbapmakomoridri mpobm i3
BBEJICHHSAM AHTHAPUTMITHHX TIpernaparis),
YIIBTPa3ByKOBE CKaHyBaHHS ceprs
(exokapmiorpama), TecTyBaHHi 3  (Di3UYHHM
HABaHTAKEHHSIM Ta MOHITOP CEPLEBOTO PUTMY
(Xonrep). 3a3Buuait cunapom bpyrajga MoxHa
nmiarnoctyBatn Ha EKI'. TlamieHTH 3 CHHAPOMOM
Bpyrana moxyTs MaTu TpM pi3Hi Bapiantn EKT
(puc. 3). Mdiarno3 «Cunnpom bpyranma» craButhcs,
JIMIIIE SIKIIO y JIFoAUHU € siBHa KaptuHa EKI tumy 1
(BimoMmif SK CIIOHTaHHa KapTUHA). Y IESKUX
moned kaptuHa EKD 1 Tumy He BHUHHKae
CIIOHTaHHO, ajie MOXe OyTH BHSIBICHA IDIIXOM
MOBUTBHOI  1H’eKmii  JikiB  (alimanminy  abo
¢nekainigay). L{i moau TakoXK MOBHHHI MaTH 1HIII
O3HAKH, I100 TIOCTaBUTH [iarHo3 (HAPHUKIAL,
3yINHHKA cepis abo ciMeliHa iCTopis CHHIPOMY
Bpyrana). SIkuio y JroIMHH HEMa€e CHMIITOMIB i €
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mumre kaptuaa EKT 2 abo 3 Tumy, HaBiTH MicCis
TeCTy 3 aiMaliHOM, TOJl JiarHo3 CHHIPOMY
Bpyrana He cTaBIsITh, 1 PEKOMEHAYETHCS PETYIISIPHE
CIIOCTEpEeXXEHHS Y KapioJora.

5.1. EKT (enexkTpoxapaiorpama)

Ile mafimpocTimuii Tect. MaJIeHbKi JTUTIKI TUTaCTUPI
(emexTponn) HakIamalOTh HAa TPYAW, a iHOAI W Ha
pyku Ta HOrH. BoHM 3’€jHaHI APOTaMH 3 MaIIHHOIO
s 3anmcy EKD, ska TpoTAroM KiNbKOX CEKyHJ
(iKCy€e eNeKTpUYHY aKTUBHICTb, S5IKa BHUKIJIHMKAE
cepuedutrTs. I[HOmI HEOOXifmHI TOMATKOBI  abo
nostopHi EKT-TecTu.
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Puc 2. Cunapom bpyrazna na EKT.

Ha upomy 300paxkenHi nmokasano HopMansHy EKI'-
KapTHHY B A. 1 THIIOBI O3HaKU CHHApOMY bpyrana B
b. 3 cmesamiero cermenta ST (sk TOKa3aHO
YEPBOHOIO CTPIIIKOIO).
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Type 1 Type 2 Type 3

Puc 3. bpyrana 1, 2 i 3 tunis
(Mxepemno: 3 no3sony Centenary Institute, ABcTpanis)

5.2. Tecr 3 aiimaJjiHOM

SAxumo va EKT € nino3pa Ha cunnpom bpyrana, ane
HEMae IOBHOI BIIEBHEHOCTI (HANpHKIA, SKIIO €
EKI' tuny 2 abo 3), MOXHa pO3IJSIHYTH
MOJKJIMBICTh TIPOBEJCHHA TECTy 3 aiiMajiHOM.
Afimanin — e Jikapchkuil 3aci0, SKuit MOXXHa
BBOJIUTH JIIOAWHI BHYTPIIIHBOBEHHO (IIUISIXOM
MOBIMBHOI iH’€Kmii, BimoMoil sK iHQY3ig), MO0
BUKpUTH TuUnoBy KaptuHy EKI tumy 1. ko
Ajmaline HeJOCTYHMH, TECT TaKOX MOXHa
NPOBECTH 3 IHIIMM MpernaparoM, HalpUKIaja
(hrexainigom.

5.3. TecT HaBaHTa)KeHHs (CTPec-TecT)

TecT i3 Qi3WIHIM HaBaHTAKEHHSM TaKHA CaMUH,
sk EKT', onmcanuii BuIme, ane 3ammcyeThes A0, i
yac 1 michns 3aHATh Ha OIroBift nopixii abo
BeJIoTpeHakepi. BiH 3amucye Oynab-siki 3MiHM B
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€JeKTPUYHUX MOJETIX, SKi BiAOyBaroThCs IMiJ dac
(I3UYHKX BIIPaB.

5.4. XoJsTepiBcbKe MOHITOPYBAHHS

XonrepiBchke MOHITOPYBaHHS nependadae
HEBEIMKU TU(GPOBHIA anapar, SKHi MOXHa HOCUTH
Ha Tosci Ha Taiii. YoTupu abo IIiCTh €NeKTPOJIiB
EKT Bix amapary mpuKICIOIOTH a0 Tpyneil. [loTim
BiH 3alHMCy€ eJIEKTPUYHY aKTHBHICTH  CepIlst
npotsirom 24-48 roauH abo NMPOTAIOM CEMH JIHIB.
ITin 4yac MOHITOpMHTY BCi Aii 3amHCyIOTBCS B
IOZCHHHK.

5.5 KapaiomemMo Ta peecTpaTopu cepueBUX
noaii

Ile Oinbmr ckIagHI BapiaHTH  XOJITEPIBCHKOTO
MOHITOPUHTY, ommcaHoro Buie. Ilix yac Oynb-
SIKMX CUMITOMIB IPUCTPil MOKHA 3aIlyCTUTH, 11100
3anucaTH cepueBuii putM. [lepeBara kapaiomemo
HoJIATae B TOMY, IO BiH HE Ma€ €JIEKTPOJiB, TOMY
HOro MOKHa MPOCTO TOMICTHTH Ha TPYIHY KIITKY,
MIOKH € CHMITOMH.

5.6. YabTpa3BykoBe aociimxkeHnsi cepusi (Y3
cepus, exokapaiorpama, ExoKI')
ExokapmiorpamMma  BHKOPHCTOBYE  yIbTPa3BYKOBi
XBWII  JUIS ~ BHUBYCHHS  CTPYKTYp  Cepls.
Exokapaiorpama MoOXe€ BHSBHUTH Pi3HI  THIIH
CTPYKTYpPHHX 3MiH y  ceplli, HampHuKiIa,
3aXBOPIOBAaHHA CEpPIEBOr0 M’s3a Ta aHOMAIi
cepueBuX KiamaHiB. Takok MOXKHA BU3HAYUTH
IUISHKYA CTOHIIECHHS ceplieBoro M si3a. IlamieHTn 3
curapomMoM  bpyraga He  MamTh  BEIHKHX
CTPYKTYPHHUX aHOMAJii, aje yUis MigTBEePIKCHHS
L[LOT'O YaCTO BUKOHYETHCS €XO.

5.7. MPT cepus

MPT ckaHyBaHHS BHUKOPHCTOBYE MArHiTHE TIOJe
IS CTBOpPEHHS 300paxkeHh cepil. Cam  ckaHep
sBisie  cobor0  BenmKy TpyOy 31 CTONHKOM
MOCepe/inHi, [0 JO03BOJISIE TAIlIEHTY KOB3aTH B
TyHenb. Tect 3aiimMae Onmusbko roamuu. MPT nyxe
no0pe ToKazye CTpPYKTypy Balloro cepus Ta
KPOBOHOCHHMX CYIMH, BI3yali3ye CTaH Balloro
CeplEeBOro M’si3a Ta BH3Ha4Yae Oyap-ski pyoOri
(pibpo3) y Bamomy cepmi. Ile kopucHO s
TIAIEHTIB i3 cHHApoMoM bpyrana, y akux € migo3pa
Ha CTPYKTypHi mpoOiemu. Y 1mx mamnieHtiB MPT
cepisl MOJKHa BHKOPHCTOBYBAaTH JUIsi  OLIbII
JIETAILHOTO BUBYCHHS CTPYKTYPH CEPILAL.

5.8 'eHeTn4He TeCTYBaHHA

VY mpubmmsno onmiei uBepti (25%) cimeit, mo
CTHKAIOThCS 3 CHHIAPOMOM bpyranaa, MOXIHMBO
BUABUTH MyTamifo B reHi SCNSA. Jlns inmux 75%
ciMeH, SIK1 MAaroTh CHHIIPOM Bpyrana,
nependavaeThes, MO TeHETHIHA OCHOBA XBOPOOH €
3HaYHO CKJAJHIMIO 1 MOXKE BKIIOYATH KilbKa
MyTaliil y pi3HHX I'eHax.

Binblwe iHbopmauii: https://guardheart.ern-net.eu
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6. Tepamnis

Bimpmricte mrozel 3 cuHapoMoM bpyraga He
noTpeOyIOTh JIIKyBaHHS. Y JIIONCH 3 MomepeaHiMu
apuTMisiMu 200 TiABUINEHUM PU3UKOM BUHUKHECHHS
aputMmii Moxe OyTH pO3TIIIHyTa MOMIIMBICTh

IMITTaHTAIl BHYTPIITHEOTO CepIIEBOTO
nediopunsatopa (IKM). IKJ mocTiiHO KOHTPOIIOE
eJeKTPUYHY  aKTHUBHICTH  cepus 1 MOXKe

posmizHaBat  Baxki aputmii. IKJ[ moxna
3anporpamyBaTH  CHEUIaIbHO Ul KOYKHOTO
OKpeMoro mnamieHTa. BiH MoXe JiKyBaTH BaxKi i
IIBHJIKI apUTMIi, TOCHJIAF0OYN EICKTPUYHI IMITYJIbCH
a0o0 3aBJarouMl €JIEKTPUYHOTO ynapy, i HOBEpTaTH
HopMaibHe cepuebutts. IKJ[ cxmamaetscs 3 2
YaCTHH: aKyMyJsaTopa (IPUCTPiif) Ta eIeKTPUIHOTO
MPOBOJLY, SIKUI KOHTPOJIIOE €JIEKTPUYHY aKTHBHICTb
cepust 1 mMoAaE  eNeKTPUYHI  IMIyJIbcH — abo
elekTpuaHui po3psin a0 cepus. [posin IK moxe
OyTH po3MilleHM y TpaBiii kamepi cepus (depes
KPOBOHOCHI cyauHHM) a00 MiJ IIKipOI B IiJISHII
IPYJIHOI KIITKH HaJ| CEePIEM.

7. Cnocio *uTTH Ta CHOPT

[cHYIOTB KITFOYOBI peKOMEHJIAIT Tl MAIE€HTIB (Ta
iXHIX pPOAMH), y SKUX JIarHOCTOBAaHO CHHAPOM
Bpyrana, momo npodiTakTHKN apuTMi:

- YHHMKaTH JIKiB, SKi MOXYTb INOTIpLIUTH Iepedir
cuHpoMy. CIHCOK TpenapaTiB, SIKMX CJIiJi YHUKATH,
MO>KHa 3HalTH Ha caiiti www.brugadadrugs.org

- minx vac JuxomaHku (temneparypa > 38,5
rpagyciB 3a llenbcieM) BakiIMBO 3BEpHYTHCS IO
nikapHi, mo6 3pooutn EKI'. ¥V neskux nauieHTis 3
cuaapomoM bpyraga mig gac nuxomanku Ha EKT
BiIOYBAIOTHCSI BaXJIMBI 3MiHH, IO ITiJBUIIYIOTH
PU3UK BHHUKHEHHA apuTMid. JSIkmjo Hemae
MOJKJIMBOCTI 3BEpHYTHCS 110 JIIKapHi, Ba)XJHUBO
MIBUAKO JIIKYBaTH JIMXOMAaHKY I1apaleTamMosioM
(1100 3HU3UTH TEMIIEpaTypy Tia i pU3UK apUTMii).

- YHUKATH HaJMiPHOTO BXKHMBAHHS aJIKOTOJIO
- 320X04yiTe pOJUYIB IPOUTH CKPHHIHT

-3a3Bp4ail marieHTd 3 BAC MOXyTp 3aiiMaTHCcA
CIIOPTOM.

OnHak, SIKIO y JIIOAWHY 3'SIBUJIMCS CUMITOMHM IIij
yac (i3UYHOT aKTUBHOCTI, JIIKap-eKCIIEpPT MOXKe
HAITOJIETJIMBO MOPAJUTH YTPUMATHCS BiX (i3UUHHX
HaBaHTa)KCHb.

Hiarno3 cuapomy bpyraga i MoxxnuBicTh mepenadi
3aXBOPIOBAHHS MOJKE BHKJIMKATH 3aHEIOKOEHHS 1
Oarato IHIIMX 3amWATaHb. MeauuHi CoIlalbHI
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MpaIiBHUKN a00 IICHXOJIOTH MAIOTh JOCBIJ Y IIbOMY
MUTaHHI 1 MOKYTh OyTH KOPHCHUMH JJIsl MAlliEHTa
Ta YJEeHIB HOro ciMm'.

8. lMopannmmi aii

3ajexHO BiJ CUMOTOMIB, BIKY Ta JIiKyBaHHs Oyne
HaJIaHA PEKOMCHJAISI MO0 YaCTOTH Bi3UTIB JI0
KapioJora.

9. CimMeiiHmii CKpHHIHT

Sxmo y mamienra 3 Cb BHABIEHO MyTaIlifo B reHi
SCNS5A (auB. ['eHeTnyHe TECTYBaHHS), YWICHH CiM'T
IpOTO TMamieHTa (MOYMHAIOYM 3 WICHIB CiM'T
MEPIIOTO CTYNEHS CHOPIAHEHOCTi: MaTh, 0aThKO,
OpaTu, CecTpH, JIiTH) MOXYTh NMPOWUTH TEHETUYHE
TECTYBaHHS B TCHETHYHIN KapaiOJIOTIYHINA KITiHIII.
Unenn ciM'i, y SKAX BUSABJICHO TaKy XX MYTAIIilo,
Ha3MBalOThcs "HOCIAIMHM MyTanii', 1 32 HUMH Oyne
cnocrepiratd  kapzionor. YmeHu ciM'i, y SKHX
MyTallii HE BUSBJICHA, IHOAI TaKOX MOXYTh
xBopiTh Ha cuHApoMmy bpyrama. Ilpmumna
BUHUKHEHHS CHHIPOMY Yy LHX YICHIB CiM'T IIe He
3'scoBaHa. ToMy BaXIIUBO, 100 WICHH CiM'T, Ki HE
MAaIOTh MYTallii TAKOX 3BEPHYJIHCS 0 Kapiojiora.
Sxmo y mamieHTa 3 CHUHApOMOM bpyrama He
BusiBieHO MyTamii B SCN5SA, wieHam ciM' mporo
mamieHta (A1 TOYaTKy WIeHaM CciM'T TepIIoro
CTYTICHS CIIOPiTHEHOCTI) PEKOMEHAYEThCS
3BEpHYTHCS JI0 KapIioJora.

Xoy4a OibLIICTh MAIli€HTIB HE MAalOTh CUMIITOMIB y
JIUTUHCTBI, € MALI€HTH, SKi BIIYyBalOTh apUTMIIO B
MOJIOAOMY Billl, 4acTo CIPOBOKOBaHY
nuxoMankoro. Ili  mamieHTH  4YacToO — MaroTh
aHomansHy EKI' (Hanpuknan, cnontanHy EKI
Tty 1). ToMy pekoMeHIyeThCs, MO0 WIeHH CiM'T
marieHTiB 3 cuaapoMoM bpyrama mpoitmum EKT B
MepII POKH KHUTTS, MIiCIs 9Oro MOKHa Oyzae maTh

PEKOMEHAAIIIT II[0I0 TTOJANBIIOTO CIIOCTEPEKEHHS.
10. Cunapom Bpyrana i BariTHicTb

Hemae >x0HUX KOHKPETHHX peKOMeHalii (OKpim
THX, MO HaBeneHi B po3auni "Cmocié XUTTS Ta
cropt") JUI MaTepi Ta AUTUHU TTij] 4ac BariTHOCTI.
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