VIK 61:615.1(062)(476-25) AxmyansHoie npobnemvl cogpemennoll meouyunvl u papmayuu-2023
BBK 52473 BI'MY, Munck (19.04 —20.04)
A43

ISBN 978-985-21-1258-1

Casuyk /I.A., /Ipacyn A.1L
NATOTEHETUYECKHUE ACIHEKTbBI CUHAPOMA BPYT'AJIA
Hayunwiit pykosooumens: accucm. lllynak E.B.

Kagpeopa namonocuueckou gpuzuonocuu
benopycckuii 2cocyoapcmeennwiii meouyunckuii ynusepcumem, 2. Munck

Cungpom bpyrana — peakoe, HO MOTEHIMAIBHO OIACHOE /IS )KU3HU HACIIECTBEHHOE 3a00-
JIEBaHUE C AyTOCOMHO-JOMHHAHTHBIM THUIIOM HAaclleJJOBaHUS, CIOCOOCTBYIOIEe BO3HHKHOBEHHUIO
CEpJCUHbIX APUTMUI1, HE COBMECTUMBIX C )KU3HbIO. PacipocTpanenHocTs cunpoma bpyrana cocras-
nsget npumepHo ot 3 10 5 Ha 10 000 yenosek. [lannas natosnorus npuMmepHo B 8-10 pa3 vaiie BcTpe-
YaeTcsl y My)K4HH, 4eM y >keHIuH. CpenHuii Bo3pact 6oibHBIX coctaBisier 41 ron. Ha cunapom
Bbpyrana npuxonurcs 4% Bcex BHE3aIHBIX CEPIEUYHBIX CMEPTEN.

[enbto uccie0BaHus SIBISUIOCh U3YUYE€HNUE COBPEMEHHOIN HayYHOU JIUTEpaTyphl O NaTOrEHe-
TUYECKUX aCMeKTax JTaHHOTO CHHIpOMA.

CepaeuHast jAenosisipu3alivs BO3HUKAET B PE3yJbTaTe aKTUBALMM HATPUEBBIX KaHAJIOB U
00bIuHO AnmuTcs MeHee 1 Mc. @a3a akTUBALIMU BKJIIOYAET KOH()OPMAalMOHHbIE U3MEHEHUS B 0.-CYOb-
€IMHULIE HaTPUEBOIO KaHajla, YTO MPUBOAMT K OBICTPOMY IPUTOKY MOHOB HaTpus. B coctaB HaTpu-
€BBIX KaHAJIOB TAKXKE BXOJUT P-CyObequHUIA, UTPAIOIIasi BAXKHYIO POJIb B CBA3H CO CIIOCOOHOCTHIO
MOJ1YyJINPOBATh IJIOTHOCTh HATPUEBBIX KAHAJIOB B KJIETOYHOW MeMOpaHe W IpHBIIEKaTh BCIOMOTIa-
TeJbHbIC OENKHU, He0OXOUMbIE AJI1 HOpMaIbHOU (DYHKIIUN HATPUEBBIX KaHAJIOB.

[TepBoHavasbHbIE TEHETUYECKUE UCCIIEOBAHUS TIOKAa3alIM, YTO CUHJIpoM bpyrana B nepByto
ouepeqb CBA3aH C MoTepei PyHKIMOHANbHON akTUBHOCTH B reHe SCNSA, KoTopbIit KoaupyeT o-
cyobeaunuily HaTpueBbix kaHaoB Na V1.5 (cepaeunast n3ohopma) 1 MOXKET BIHSITH HA pPa3IHIHbIE
KOMITOHEHTBHI, BKJIIOYasi TpaHCMEMOpaHHbIe O€JIKU, MEKIOMEHHbIE JIMHKepbl, N- uiu C-KoHIb Oe-
koB. Hapymienue pyHKIIMOHUPOBAaHUS HATPUEBBIX KAHAJIOB Y MAIMEHTOB ¢ CUHApoMoM bpyrazna npu-
BOJIUT K OoJiee Mo3/HeH Aenoysspu3aluy 1 0osiee paHHEH pernoyisipu3alyy ¢ MOCIeAYIOMIUM COKpa-
LIEHUEM MTPOJOJIKUTENbHOCTH MTOTEHIIMaNa JEHCTBUS.

KnuHnyeckuMu nposiBICHUSMH TaHHOTO 3a00JI€BaHuUs SBISIIOTCS OOMOPOKH U apUTMHUH pa3-
JUYHOTO MPOUCXOXKICHHMS (Yalle BCTpeyaroTcs npeacepanbie). Kinmauueckas kapTHuHa pa3BUBaeTCs
MIPH BO3/ICUCTBUU PA3IMYHBIX (PAaKTOPOB, TAKUX KaK JIMXOPaJKa, HEKOTOPHIE JIEKapCTBa, YIoTpeodie-
Hue ankoross. CylecTByeT /1Be TEOPUH, JIeKaIlle B OCHOBE Pa3BUTHUsl apUTMUI MIPU JaHHOM CHH-
IpOME — IEPBUYHOE PACCTPOICTBO ACTIOISAPU3ALMU U IEPBUYHOE PACCTPOMCTBO PENOIAPU3ALINN.

CTOpOHHUKH TEPBUYHOIO PACCTPOMCTBA JEMONSPU3ALNN H3-32 CHM)KEHHOTO HATPHEBOTO
TOKa ¥ HApYLIEHUS POBOJIUMOCTH UMITYJIbCOB B MHOKApJE OTMEYAIOT HATMUKUE 3aJCPKKU IIPOBEIC-
HUS UMITYJIbCOB B BBIHOCSIEM TpakTe npaBoro xenyaouka (RVOT) B cBsi3u ¢ HaMumeM Mo3aHUX
IIOTEHIIMAJIOB IEHCTBUA Y MALMEHTOB C CHHIPOMOM bpyraaa. OTo IpUBOANT K 3aJ€pHKKE TPOBEIECHUS
WUMITYJTBCOB M HEOJHOPOAHOCTH JAenosipu3anun Bokpyr RVOT, koTopast cuutaeTcst apuTMOTSHHOM.

Hamportus, Te, KTO BBICTYNAeT 3a NEPBUYHOE HAPYLICHHUE PEMOJSAPU3ALMM H3-32 OTHOCH-
TEJIbHO MOBBIIIEHHOI'O KaJIHEeBOr0 TOKA HAPYXKY BO BpeMsl (a3bl pernossipu3aluy NoTeHuuana aei-
CTBHUS, OTMEYAIOT Pa3HOPOJHOCTh TPAHCMYPAIbHBIX (3MUKAPAUAIbHO-3HIOKAPANAIBHBIX TPaIUCH-
TOB) MOTEHIUATIOB JeiicTBUs. [locTynupyercs, 4To reTepOreHHOCTb PENOISIPU3AUY MEXTY STTHKaAp-
JIOM U 3H]JIOKApJIOM BBI3BIBAET APUTMUHM 110 MEXAHU3MY lE-entry.

CBoeBpeMeHHas IMarHOCTUKA U JIEYeHHE JAaHHOTO CHUHIPOMA CHIKAET PUCK Pa3BUTHUS CEPb-
€3HBIX OCJIOKHEHUH, OTHUM U3 KOTOPBIX SIBJIIETCS] BHE3aIHAasl cepJieuHasl CMepTh Ha ()OHE pa3BUB-
mieiicst aputmun. Cepbe3Hble apUTMHUUECKHE SBIECHUS PEIKO SIBISIOTCS MEPBBHIMHU MPOSIBICHUSIMU
cuHapoma bpyrana, mosTomy BakHOE 3HAYEHHE Y TaKUX MAallMEHTOB MMEET CTpaTH(UKalus pucka,
KOTOpasi Kak pa3 M BBISIBIISET NAI[UEHTOB C O0JIbILEH BEPOSTHOCTHIO PA3BUTHS ATHUX MIPOSBICHUI.
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