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1. CuHgpom Bpyrapa

CwvHagpom Bpyraga — HacnenctBeHHas kaHanonaTusi, Yalle BCero cBsi3aHHasi C MyTauusamm
B reHe SCN5SA, kogmpyoLem anbda-cyobeanHnLy HaTpMeBOro KaHana. Takke BCTpeyarTes
aedektbl reHoB GPD1L, CACNA1C, KCND3, PKP2, LRRC10. HapylweHune pa3snBaeTcsa

Y MY>KYMH 3HAYUTENbHO Yalle, Yem y xeHwmH — Ao 10:1. KnuHudeckmne nposiBneHns
BapbupyloT OT 6ECCUMNTOMHOIO TEYEHUSA 40 CUHKONANbHbIX COCTOSIHUIA, 3NM3040B OCTAHOBKM
AbIXaHUs BO CHe 1 BHe3arnHou cepgeydHon cmeptu (BCC). MNpoBouunpoBaTtb UX MOryT
rmnepTepmust, ebpunbHblie COCTOAHUS, NPUEM ONnpeaeneHHbIX NEKapCTBEHHbLIX CPEACTB

N HAPKOTUKOB — TPULMKINYECKNX aHTUAENpPeccaHToB, 6oKkaTopoB HAaTPUEBLIX KaHamoB,
KOKauHa.

BHumMmaHue

U3HayanbHO cuHOpom Bpyeada cyumaru Yucmo KaHasonamuedu, cesi3aHHOU C
pernonsapu3ayUoOHHbIMU aHOMauUsSMU, makuMu Kak ycuneHue moka Ito 8 anukapde npagozo
xernyooyka (IMXK). Hoeble uccrnedosaHusi mokasbi8aom, 4mo rpu 3moM makxe pa3eusaromcs
MUKPOapXumeKmoHUYECKUe UBMEHEHUS] — UHmMepcmuyuarbHbIt ¢pubpos, ducnepcusi
rposedeHus, HapyweHUs aKcrpeccuu KOHHeKcuHos (Cx43) u namonoauu e obracmu
8bIx00HO20 mpakma XK. enonsapusayuoHHas auriomesa rpedronazaem 3amedrieHue
nposedeHusi 8 sbIHocswem mpakme XK, pernonspusayuoHHas — akueHmupyem eHUMaHUe Ha
HepasHoMepHocMuU moka Ito mexdy anukapdom u sHOokapdom. bornee cospemeHHble Modesu
gK/oyarom obbeOUHEHHY meoputo ¢ ydacmueM ¢hasbl 2 1o8mopHo20 8xoda (re-entry) Kak
cybcmpama 011 3/10Ka4eCmeeHHbIX apummud.

Kputepuun gnarHosa. [ins guarHoctukm cuHapoma bpyraga Heobxoaum
MynbTUNAapamMmeTPUIECKNii NOAXoL — KOMOVHUPOBAHHbLIN aHanmn3 KINMHUYECKNX,
anekTpokapanorpaguUeckux n reHeTU4ecknx gaHHbIX. Kputepuii gnarHosa —
OpyragonogobHbin nattepH Tnna 1 Ha KT B coveTaHUn ¢ OAHUM M3 SOMOSTHUTENBbHbIX
KNMMHUYECKNX Npu3Hakos. MogpobHee cmoTpuTe B namsaTke 1.

CuHOpom Bpyzada — nipu4duHa do 20% cny4aes BCC y ntodeli ¢ Mopghono2u4ecku
UHMaKMHbIM MUOKapOOM.

AKI-nattepHbl Bpyraga. Cambiii YacTbi U guarHoctnyeckn 3Haunmbin SKIM-npmsHak
cvHapomMa bpyraga — nattepH tvna 1. QKIM-npu3Hakm Bcex naTTepHOB — B namATtke 2. Kak
OH BbIrmaaunT Ha OKIN — Ha pucyHke 1.


https://vrachirf.ru/partner-publications/716
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PucyHok 1. TunuyHbIl nammepH bpyzada, mun 1 — «nnasHuK akyrnsi» 8 omeedeHusix v1—v2 (MicmoyHuk: Brugada
P. Brugada Syndrome: 30 Years of Scientific Adventure. Turk Kardiyol Dern Ars. 2022; 50(6): 452—-458)

MarTepH 1 — Kynonoo6pasHbii NogbeM cermenta ST 6onee vyem Ha 2 mm (0,2 MB) Mo Bugy «nnaBHUKa akysbl»
C MHBepcuen 3ybua T B npasbIx NMpekopauasnbHbix oTBegeHusax V1-V3

MaTtTepH 2 — cegnoBuAHbIN nogbem cermenTa ST BbICOTON He MeHee 2 MM (0,2 MB) n rny6uHon
He MeHee 1 MM (0,1 MB) ¢ NonoXxuTenbHbIM UK ABYxdasHbiM 3ybuom T

MatTepH 3 — nogbem ST Ha 1-2 mm (0,1-0,2 MB) BorHyTomn chopmbl

Hapywenus Tuna 2 n 3 Ha 3K MoryT nosiBNSITbCA CMOHTAHHO, HO NPW 3TOM UX HE CYUTaloT
CaMOCTOSATENBbHbIMU ANArHOCTUYECKMMU NpU3Hakamn. [ns sepudunkaumnmn 3aboneBaHns Hy>xeH
NMPOBOKALMOHHbIV TECT € BriokaTopamMmn HaTpUEBLIX KaHaNoB — aManuHoM, oriekanHUaom nnm
npokanHamugom. Ecnv nocne npo6bl TMn 2 nnn 3 nepewwen B 6pyragonogobHbin nattepH 1 ny
naumeHTa eCTb XOTS Obl OANH U3 XapaKTePHbIX KNMHUYECKNX NPU3HAKOB, MOXHO NMOCTaBUTb
anarHo3s — cuHgpom bpyraga.
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PucyHok 2. 9K -nammepHbi muriog bpyzada (mun 1, mun 2, mun 3) (McmouyHuk: Jellins J, et al. Brugada Syndrome.
Hong Kong Med J. 2013; 19(2): 159-167)

Mpy gudbgrarHocTrke Takke HYXXHO BblAensTb peHokonun Bpyraga. 931o QKM -naTTepHsl,
CXOXME C KNnacCu4eCKMMn npusHakaMm CMHAPOMA, HO Bbl3BaHHbIE MOTEHUMANbHO 06paTUMbIMM
COCTOSIHUAMM. Takne HapyLLleHUss MOTYyT pa3BmMBaTbCs NpuW rmnepkanueMmm, metabonmyeckom
aumgose, nwemum, nepykapauTe, MHTokeukaumm. OTnmuntenbHasa Yepta EeHOKONUn — NoJsTHoe
NCYE3HOBEHME U3MEHEHWI NOCHE YCTPAHEHUS NX NMPUYUHBI.

Crpatudukaumua pucka BCC npu IKI. B 2021 rogy onpegenunu 12 4ononHUTENbHbIX
OKI-nprn3HakoB, yka3sbiBaloLLMX HA BbICOKUA PUCK apUTMOrEHHbIX COObITUIA NPY CUHAPOME
bpyraga, Bkntoyas cuHkone, ®XX n BCC. Bce kputepun cmotpute B namatke 3 U Ha pUCyHKe 3.



PucyHok 3. NMpu3Haku Ha ctaHgapTHon JKI, accounnpoBaHHble C BbICOKUM

pUCKOM Yy nauueHToB ¢ cuHpgpomomMm Bpyrapa (Figure 3 u3 Vitali et al., 2021).
Ucto4yHuk: Vitali F et al. J Am Heart Assoc. 2021;10: e020767
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2. Cunppom WPW

Cungpom Bonbga — lMapkuHcoHa — Yanta (WPW, Wolff — Parkinson — White) — a1o
npexaeBpeMeHHOe BO30YXAeHMe Kerya04KoB U3-3a akTMBaLUmM AOMONHUTENBHOIO
aTpMOBEHTPUKYNsipHoro nposoasdilero nytu (A1), yawe Bcero nyyka KeHTa. nasHaga
onacHoctb WPW — ocnoxHeHusi B Buae AB-peunnpokHOM Taxmkapaumn n ombpunnaumm
npeacepaun (®r1), npoxoasuwer no A ¢ BLICOKON YaCTOTON cepAaeYHbIX COKpaLLeHW
Ha XXenyaoyKu.

OKI-npusHakm cuHgpoma Bonbdga — MNapknHcoHa — YanTta. CMoTpute B namaTtke 4.



HopmarnbHble 3y6upbl P
YkopoueHHbIi nHTepan P—-R <0,12 cexk.

PaclumperHbii komnnekc QRS >0,12 cek. ¢ NnaBHOW BOCXOASLLEN «CTYNEHbKOW» — AenbTa-BONMHOM
npofdomxuTensHocTbio 0,02—0,07 cexk.

MpopomxutensHocTs R-nuka >0,06 cek.

* Bce npusHaku JOMKHbI ObiTb B OOAHOM M TOM Xe KoMMekce 1 npeobnagarb B GOMbLUMHCTBE KOMMIEKCOB B oTBeaeHuu |, I, avl,
V4, V5 unu V6

KntoueBon SKIM-npusHak WPW Bo BCcex 0TBeAeHUSIX — OenbTa-BorHa, KoTopasi oTpaxaeT
MeaneHHoe NpoBeaeHne Bo30yaeHust oT MecTa BxoxxaeHust AN go cuctemsbl MNypkuHbe. Mpu
3TOM HYXXHO YYUTbIBATb, YTO MHOTAA OHA MOXET ObITb M303NEKTPUYHOM U TPYOHO Pa3nmMymMMon B
otBeaeHusx, S0C KOTOpbIX NOYTU NepneHANKYnsipHa HavanbHOMY BEKTOPY BO30YXaEeHMS.
Kpome Toro, nameHeHHas nocrneaoBaTenibHOCTb akTUBaLMK XXenyao4dkoB y nauneHtos ¢ WPW
NPUBOANT K BTOPUYHBIM HapyLUEHUAM penonspusaumn. Yaue Bcero cmelleHne cermeHta ST

N NONSAPHOCTL 3ybua T NPOTUBOMOSOXHbI HANPAaBEHMIO AeNbTa-BOSTHbI U OCHOBHOTO 3ybLa
komnrekca QRS.

BHumMaHue

[pu nonHom riped8o36yxdeHuu xerydodkoe uHmepesasn PR MeHbwe HOpMbl — OH cogriadaem
¢ dnumernbHocmbio 3ybua P unu e2o HayanbHOU Yacmu u, Kak rpasusio, cocmasrnsem om 0,06
00 0,11 cekyHObI. [TocKonbKy xesy0o4Kku Aernosapu3yromcs UCKIYUmMernbHO

ro dorionHumersnsHomy ripogodswemy nymu (A1), komnnekc QRS pacwupsemcs, 06bI4HO

00 0,11-0,16 cekyHObI. OOHaKo noYymu 8 mpemu criydaes rpodormkumernisHocms QRS bbigaem
meHbwe 0,10 cekyHObI — heHOMEH CUSHUS rPe08036YKOEHHbIX U HOPMasibHO Mpo8edeHHbIX
komnekcos. CymmapHas dnumenibHocmb PR u QRS nipu amom yauwje ece2o ocmaemcs

8 npedesiax HOPMbl.

[Mpedso3byxdeHHyto @1 yacmo owubo4YHO UHMepnpemupyrom Kak noaumopgHyro XKT,
0C0bEeHHO rpu HecmaburibHoU 2eModUHaMUKe.

OKI-guarHoctuka combpunnsaumm npegcepaun npu WPW. lNpu cnHapome WPW
Gumbprnnauunsa npeacepanin MOXeT NPUBECTU K XKU3HEYTpOoXKatoLLLEN apUTMUN U BHE3AMHOMN
cepaeyHon cmepTu. NpuyemM nosbiLLEHME pUCKa €CTb AaXe Y NauneHToB 6e3 apuTtMun

B aHamHe3e. Kosiuk et al. yctaHOBUNKY, 4TO feTanbHOCTb NPU NEPBOM anM3one
npenBo3byxaeHHon Ol moxeT gocturate 3—5%, ocobeHHO y monoabix ntogen 6es
CTPYKTYPHOro nopaxeHus cepgua. M3-3a kopoTtkoro appekTmBHOro pedpakrepHoro nepunoga
AOMr BeposaTHOCTb pa3sutna XK 3HaunTenbHO nosbiwaeTcs. [JononHUTeNbHbIE NyTU NPOBOAAT
UMMYbCbl HA XeNnyao4vkn BbICTPO U XaoTU4HO, nHorga ¢ YCC >300 B MUHYTY, U 3TO

BbI3biBaeT ®XK, a B Taxenbix cnydasx — BCC (pucyHok 4).



PucyHok 4. WPW ¢ chbubpunnsayueti npedcepduti u HCXK 300 yo/muH (McmoyHuk: Mboup, W.N., Dia, K., Ka, M.M.,
Ndao, S.C.T., Balde, D.W., Ba, D.M., Mboup, M.C. and Kane, A.(2023). Atrial Fibrillation in Wolff Parkinson White
Syndrome: About a Case in Senegal. World Journal of Cardiovascular Diseases, 13, 1-6)

Bcex nauunenTtoB ¢ WPW HykHO TwaTtensHo obcneaoBath Ha Pl npu ckpuHUHroBbix KM
(namsTka 5).

@ Mpu3Haku npenso36yxaeHHon @I npu cuHppome WPW

HeperynsapHas Taxvkapgus ¢ LUMPOKUMK komrnekcamn QRS

BapbupytoLias mopghonorusi kommnnekcos QRS

HeT 4eTko pasnuummbix 3y6LoB P
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YacToTa xefnyfgoykoBoro putma mMoxeT 6biTb 6o5ee 200-250 ya/MuH, B OT/iM4Me OT MakcumasbHbix 180—-190
npu O 6e3 OMM

Heobxoanmo npoBecTtu npeseHTMBHOE OPU ¢ oueHkon napameTtpos A1, KopoTkui
adbhekTnBHLIN pedpakTepHbir nepuog AN <250 mc 1 cnocobHOCTbL K BbICTpOMY
aHTeporpagHomy nposeaeHuto 2220 ya/MUH Ha XXenygodku — rnaBHble hakTopbl pyUcka
draTanbHbIX apUTMUNA.

3. CuHpgpom KopoTKoro nHtepsana QT

CwnHapom kopoTkoro uHtepsana QT (SQTS) — aTo peakas, HO NOTEHUManbHO neTanbHas
HacrnenCcTBeHHas apuTMOreHHas nNaToriornsa U3 rpynnbl kKaHanonatun. MNaeBHyo porb B ee
naTtoreHese nrpaeT yCKOpPEeHHas penonspusauns Mmokapaa, Kotopasi Be4eT K YKOPOYEHUIO
noteHuMana 4ENCTBUSA U CHKEHMIO 3 dEKTMBHOIO pedppakTepHOro nepmoaa, oCo6eHHo B
3HOoKapAe u knetkax Tuna M. 3To ycunveaeT TpaHCMyparbHYK AUCMEPCUIO penonspusaunm n
CrnocobCTBYET pe-eHTpu-MexaHmamam. B pesynbTate BO3HUKAIOT CUHKONAaNbHbIE COCTOSAHNS,
owlylieHnst cepaueduermns, napokcuambl OI1. MNpu 3nokavyecTBeHHbIX hopmax nosiensAoTcs XK
n BCC, B ToMm uncrne y monoablx nogen 6e3 CTpykTypHOW natonormm cepaua.

BHumaHue



Cywecmeyem Kak MUHUMyM 5 eeHemuyeckux nodmurnos SQTS ro xapakmepy HapyweHul. 1—
3 sapuaHmel («gain-of-function») — amo mymauuu kanueebix kaHarnoe KCNHZ2 (HERG),
KCNQ1 u KCNJ2, 4-5 («loss-of-function») — uameHeHus kanbyuesbix kaHarioe CACNA1C

u CACNB2.

OKr-npusHaku SQTS. HecmoTps Ha peakocTb, SQTS HEOBX0AMMO MCKMYaTh Y NAUNEHTOB C
HEOOBACHMMOW NPeAcepPaHON UK XKeNyao4yKoBOW apuTMmen, 0CO6EHHO y MONnoabIX nogen

n npu cny4vasx BCC B cembe. [1na Bepudukaumm guarHosa obssarenibHa KOMMnekcHas

oueHka — OKTI, reHeTu4yeckoe TeCcTUpoBaHMe 1 AnHamuyeckoe Habnoaernne. KM -kputepun —
B NamaATke 6 1 Ha pucyHke 5.

OcHoBHon kputepuii — QT-uHTepsan <340 mc uin QTc <345 mc no topmyse baseta

[ononHuTeNbHble NPU3HaKK
Bbicokue, 3aocTpeHHble 3y6ubl T, oco6eHHo B V2-V4
YKOPOYEHHbIN UK OTCYTCTBYHOLLMIA cermeHT ST
[esapgantaums nHtepana QT Kk YacToTe cepheyHbIX COKpaLLeHuI
WutepBan J-Tpeak <120 mc

PucyHok 5. YkopoyeHue uHmepsana QT 280 mc, QTc = 320 mc npu YCC 80 yd/MuH, 8bicokull 3a0cmpeHHbIl T-
3ybey, (Reproduced from Moreno-Reviriego S, Merino JL. Short QT syndrome. E-Journal of the European Society
of Cardiology Council for Cardiology Practice 2010; 9, with permission from the European Society of Cardiology.
http://www.escardio.org/communities/councils/ccp/e-
journal/volume9/Pages/Short_Qt_Syndrome_Reviriego.aspx#.UFiL-01mS18.)

Mpu n3ameHeHusax Ha SKI™ cnegyeT UCKMIOYUTE BTOPUYHbIE MPUYMHBI — FMNEPKanbLNEMUIO U
rmnepkannuemMmto, MeTtabonnyecknin aunaos, NoBbILLEHHOE BNUSIHUE NapacuMnaTUyYeckon
HepBHOW cuctembl. Takke QT-UHTEpPBaN MOXET yMEHbLUATbCA U3-3a NpueMa AUrokcuHa

N aHOpPOreHoB, O4YEHb PeaKO — MPY XPOHNUYECKON YyCTanocTu.

AnarHoctuyeckue kputepun SQTS no Gollob. Mpu QTc, ocobeHHo npu Bbicokon YCC,
MOXHO MepPeoLeHNTb UCTUHHYIO ONMTENbHOCTb penonspuaunn. [Ans 6onee To4HON
ANarHOCTMKN MOXHO MCMNONb30BaTh CUCTEMY, NpeanoxeHHyto Mariknom Monnotom (M.H. Gollob
et al.). OHa yunTbiBaeT SKI-napameTpsbl, KIMHUYECKNE NPOSBIEHNS, CEMENHbIN aHaMHEe3

N reHeTuveckme gaHHble (Tabnuua). lnarHos ycraHasnueatoT npu 4 1 6onee 6annax. MNpwu



pesynbTaTte B 3 6anna aBTopbl peKoMeHAYT AMHaMuyeckoe HabnoaeHne n SKIM-CKpUHMHE
GnxanWwmnx poacTBEHHNKOB.

Ta6nuuya. inarHocTuyeckne kputepum u 6annsi no Gollob, 2011 rog

|

1. SKI-npusHakm (Heo6X0ANM MUHIMYM
KoppuruposaHHbiii nHTepsan QT (QTc), n3MepeHHbIi Mocsie UCKIIoHeHnst Bcex (hakTopoB, ykopadmsatowmx | 1 6ann n3 ston

ero, Hanpumep npvema NeKapcTB 1 SMEeKTPOSNUTHBIX HAPYLLIEHNI Kareropuv)

- <370 mc 1

- <350 mc 2

- <330 mc 3

=y

WHTepBan ot To4kn J o nuka 3yéua T <120 MC B rpygHOM OTBELEHUM C CamblM BbICOKOAMMNTYAHbIM
3y6uom T

2. Knunuyeckue nposiBNieHns 6e3 CTPYKTYPHOW natosiormm ceppua (MOXHO BblGpaTb TOMbKO OAMH
MYHKT U3 rpynnbl: acuctonusa / XKT / cuHkone)

- Acuctonus B aHamHese 2
- [lokymeHTupoBaHHasn nonmmopdHas XXT nnv mdpunnsaumns enyaoykos 2
- HeobbscHUMbIE 06MOPOKM (CUHKOME) 1
- OuUbpUNNALMa Npeacepamnin 1
3. CemeNHbIN aHaMHe3 (MOXHO Bbl6paTb TOMbKO OAUH U3 MYHKTOB)

PofcTBeHHMK 1-2 cTeneHn ¢ BeposATHbIM AnarHo3om SQTS 2
PofAcTBeHHUK 1—2 CTeneHu ¢ BHe3arnHowm CMepTbio 6€3 BbIABEHHOW MPUYMHbI (Ha ayToncum — HopmMa) 1
CuHApomM BHe3anHou feTckon cmeptu (SIDS) y poacTBeHHMKa 1
4. NeHeTuka

- O6Hapy>xeHa natoreHHas myTauusi B reHe, accoummpoBaHHom ¢ SQTS 2
- MyTaumsi ¢ HEACHON 3HAYMMOCTbIO B MOTEHLUMANbHO CBA3AHHOM reHe 1

WHTepnpeTauus cymMmbl 6annos

>4 6annos Bbicokast

3 6anna MpomexyTo4Has

2 6anna Huzkas



