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BeepgeHune. Cungpom bpyrapa (Cb) — 370 reHeTmyeckn geTepMMHUPOBaHHaA 6one3Hb apnuTMOreHesa, XxapakTe-
pu3ylolwanca anesaunen cermeHTa ST no TMny «CcBofAa» B NpaBblX NpeKapAnanbHbix oTBegeHUAX. Kak 1y B3pocsblX, y
feTel 3To 3aboneBaHMe CONPOBOXAAETCA BbICOKMM PUCKOM Pa3BUTUSA XKN3HEYTPOXKAIOLL X XKeNTYJOUKOBbIX apUTMUNA,
KapanoreHHbIXx 06MOPOKOB 1 BHE3aMHOW cepaeyHon cmepTu. HecmoTps Ha To, uto Cb KpaliHe pefiko BCTpeyaeTca B
OeTCKOM Nonynaumnm n MMeeT KparHe HU3KYI0 pacnpocTpaHeHHOCTb (0,0098%) nNo cpaBHEHMIO C pacnpoCTpaHeHHO-
cTbto cpean B3pocnbix (0T 0,1% o 0,5%), UMEeHHO JaHHbI CUHAPOM ABAAETCA NpUYMHON 4-12% BCex cnyvaes BHe-
3anHoun ceppeyHon cmeptn. CornacHoO HeJaBHO NPOBEAEHHbBIM MCC/Ie[0BAHUAM CPeAHUI BO3PaCT NeagnaTpuyecknx
nauueHTOB cocTaBnsAeT 15,7 neT ¢ npeobnajaHrem NaLMeHTOB MY>XCKOro rnofna.

Llenb nccnegoBaHums. /3yuntb 0cO6€HHOCTM ANArHOCTUKM U cTpaTUdUKaLMK prCKa BHE3AMHON CEpAEUYHO CMep-
Ty feten c cuHgpomom bpyraga.

Martepuanbi u meToabl. bbin npoBefeH NOWCK U aHaNM3 Hay4YHbIX CTaTel, NOCBALLEHHbIX cuHApomy bpyraga. [o-
UCK NINTepaTypbl MPOBOAMIICA C MCMOJIb30BaHUEM HayuHbIX 6a3 fgaHHbIXx PubMed, eLIBRARY 1 CyberLeninka, ncnonb-
3yA TepMuHbl «<Brugada syndrome», «<sudden cardiac death», «cuHapom bpyraga», «<BHe3anHas cepfeyHan cmepTb». B
pe3ynbTaTe Novcka 6b110 0To6paHOo 35 HayuHbIX Ny6AMKaunii (3 oTeuecTBeHHble U 32 3apyOeXKHbIX).

Pe3ynbtatbl. KnnHnueckoe nposasneHve Cb y getell BapbupyeT OT NOMHOro OTCYTCTBUA CUMNTOMOB (72% nauneHToB)
[l0 BHE3AMHOW CepeYHON CMepTH, Kak NepBoro npossneHuns 3abonesaHus. CornacHo NpoBefAeHHbIM UCCef0BaHNAM Ha-
yanbHbIM NpossneHem Cb B 47% ABNAETCA CeMelHbl aHaMHe3, 25% — criyyaliHble aneKTpoKapanorpaduyeckmne Haxog-
K1, 14% — 06MopOK, 13% — aputmun 1 B 1% npepBaHHan BHe3anHasA cepaeyHan cMepTb. Kak npaBuio, 06MOpoKn y feTeii
¢ CBb BO3HMKaIOT B MOKOE HOUbIO 1 YaCTO BbI3bIBAOTCA NIMXOPafKol. JlnxopagKka ABNAETCA OCHOBHbIM GpaKTOpOM, NPoBOLU-
pyloLemM BO3HUKHOBEHME 3/T0KaYeCTBEHHbIX apUTMnI y AeTel. [loaTomy aeTam ¢ cemernHbiM aHamHe3om Cb 1 BHe3anHom
cepheyHON CMepTbIo, @ TakXe BCeM JeTAM ¢ GebpunbHbIMU NprnagkaMn BO BPEMSA SN3040B NIMXOPaAKN pekoMeHayeTcA
npoBefeHue anekTpokapamorpadum B 12 oteefieHnax. CraHAapTHbIM METOLOM ANArHOCTUKM ANA BbIABIEHUA TUMUYHOW
SKI-KapTuHbI Y NaumeHToB ¢ nogo3pervem Ha Cb ABnaeTca NnpoBefeHne NPOBOKaLMOHHbIX TECTOB C 610KaTOpaMm HaTpu-
€BbIX KaHaNI0B. B HacTosLLee BpeMs B NenaTpuyecKkol NpakTrke Hanbonee yacTo UCNOMb3yeTCs BHYTPYBEHHas NHyY3nA
anmanuvHa B go3se 1 Mr/Kr (Makcumym 50 mr). Takke BaXXHO 0co6eHHOCTbIo nposefeHnsa KT npw nogo3peHnn Ha Cb Asna-
€TCA BbICOKOE PacnosioxeHne NpaBblX rPyAHbIX OTBEAEHWI (Ha OAHO MexXpebepbe Bblille CTaHAAPTHOIO PacroNoXKeHNs).
Takoe pa3melleHVe 3NeKTPOLOB YBeNNUMBAETCA YYBCTBMTE/IbHOCTb JAHHOMO AMAarHOCTUYECKOro MeToAa.

MpumepHo B 10% cnyuyaeB y geTen ¢ Cb pa3BuUBaOTCA XKU3HEYrpoXaioLme aputMmnieckne cobbitua. imnnaH-
Tauua KaparosepTepa-gedunbpunnatopa (MKL) asnaerca efMHCTBEHHbIM CNOCOOOM KOHTPONA 1 NpeAoTBpaLLeHns
Pa3BUTUA XKU3HEYTPOXKAIOLLMX KeNYAOUYKOBbIX apUTMUI 1 BHE3AMHON cepfeyvHon cmepTu. OgHako VK[ umeet 6onb-
e KONIMYeCTBO OCNOXKHEHUN, BceacTeme yero VK[ nokasaHa He BCeM, a TONbKO NMaumMeHTaM C BbICOKMM U OYeHb
BbICOKMM PUCKOM Pa3BUTUA KN3HEYTPOXKAIOLLMX »KENY[0UYKOBbIX aPUTMUI 1 BHE3aMNHOW cepaeyHon cmepTtu. C Lenbto
cTpaTndrKauum prcka B NnegmaTpuYecKon NpakTrKe, TakKe Kak 1y B3pOC/bIX, MPUMEHSAIOT WKany Sieira et al., koTo-
pas BKntoyaeT B ceba 6 pakTOpOB prcKa pPa3BUTMA NeTanbHbIX apUTMUIA: CUHKOME, CNOHTaHHbI JKI-naTTepH | Tvna,
cemMeiHbIn aHamHes BCC, cuHppom cnabocTu CMHYcoBOro y3na, nepeHeceHHas BCC B aHaMHe3e, »Kenyo4YKkoBble Ta-
XVAPUTMUK, MHOYLIPYEMble SN1EKTPOPU3M0NOTrMUYeCcKUM uccreoBaHmem. Kaxxgomy Kputepuio COOTBETCTBYET onpe-
feneHHoe Konnuectso 6annos., Tak Hanuume BCC B aHaMHe3e cooTBeTCTBYET 4 6annam, a CMoHTaHHbIN DKI-naTTepH
| Tvna — 1 6anny. Yem 6onblue cymma HabpaHHbIX 6annos, Tem 6osee BbICOKMI PUCK Pa3BUTUA NeTanbHbIX apUTMUINA.

3akntoueHue. Cb c BbICOKOW BEPOATHOCTbIO OCNIOXKHAETCA Pa3BUTMEM NneTanbHbiX KA, KOTOpble MOryT MPUBECTU
K BHE3aMHOW CMepTu pebeHKa. Mo3TOMy COBEpLUEHCTBOBAHME ANArHOCTUKM U cTpatudukaumm pucka Cb y geten
0OCTaeTCA akTyaNlbHbIM Ha CErOAHAWHNI AEHb.



