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Beenenne

Cunzpom bpyrana xapakTepu3yeTcsi BHE3aIIHOW CMEPTHIO,
accolMMPOBaHHOM ¢ 0gHUM U3 OKI -nposiBiieHNH, BKIIFOYAOIIMX HEITOJIHYIO
0JI0Kaly MpaBoi HOKKM Iydyka ['uca u noabseMm cermenTa ST B epeTHUX TPyAHBIX
orBeeHUsX. B coorBeTcTBUU ¢ DK '-H3MeHEHUsAMU BBIAEISIOT TPH TUIIA TOABEMA
cermeHTa ST npu cunapome bpyrana. [1pu [ Tune ormedaercs BbIpaXKeHHbIN
NOJIbEM TOUYKH J, cBoAUaToe u3MeHenne cermenta ST u uaBepcust T-BOJIHBI B
orBeneHusax V1 u V2. 1lpu Il Tune peructpupyercs ceIOBUIHBINA TOABEM
cermenta ST (6onee 1 mm). IIpu III Tune ormeuaercsa noaseM cermenta ST meHee
1 mM. B cooTBeTcTBHH € corstacuTeabHbIM ToKyMeHTOM I T OKI -u3meHneHni
SBJIAETCS IOKA3aTEIbHBIM JIJIS1 BBICTABJICHUS IMArHo3a cMHApoM bpyrana.

B nepBonauanbHOM coobiieHuu o cuHapoMe bpyrana npuBeeHsl JaHHbBIE O
TOM, YTO CepJLE ObUIO CTPYKTYPHO HOPMaJIbHBIM, OJJTHAKO IIOTOM ITPUBEICHHBIE
JaHHbIE ObUIM OCTIOPEHBI. BBISIBIEHBI HE3HAUNTENbHBIE CTPYKTYPHBIE U3MEHEHUS B
BBIBOJHOM OT/EJIE ITPaBOro xeiyaouka. Cunapom bpyrana sBiasercs reHeTH4eCKn
JNETEPMUHUPOBAHHON NTATOJIOTHEN U MTEPEAAETCS M0 ayTOCOMHO-JIOMUHAHTHOMY
IIyTH Haciaeao0BaHus NpuMepHO B 50% ceMEeNHbIX CiiyyaeB. TUNMMYHBIM NAUEHTOM
c cuHApoMoM bpyraza siBisieTcss MOJIOAOW My>KUHHA 0€3 COMyTCTBYIOIIEH
natosiorud. [Ipu o0OmeM MeTUIMHCKOM 00CIIEJIOBAHUY U UCCIIEIOBAHUN CEPACUHO-
COCYJIHUCTOW CHUCTEMBI MATOJIOTUS HE BbIABISIETCA. [[alienThI ¢ CMHAPOMOM
bpyrana nonBep>KeHbl pa3BUTHIO KETYJOYKOBBIX TaXUAPUTMUN, KOTOPBIE MOTYT
IIPUBECTH K PA3BUTHIO CUHKOIIE, OCTAHOBKE CEPACYHON EATEIBHOCTH U
BHE3AITHOM CEPJIEUHON CMEPTHU. MOTYyT TakKe BBISBIIATHCS 3a/IEPiKKa
nH(pparucuaibHOro nMpoBeAeHus U hudpuusius npeacepauii. [lpumepno y 5%
NAIMEHTOB, NEPEXKMUBIINX BHE3AMHYIO CEPACUHYIO0 CMEPTh, HE OOHAPYKUBAIOTCS
Kakue-1mmoo cepieunble aHoManuu. [IpuMepHO y MOTOBHUHBI 3TUX MMAaLlUEHTOB
IIPUYMHOM SBIIAETCA CUHAPOM bpyrana



Knaccudukanus

Cunnpom bpyraga — HacieacTBeHHasi 00J€3Hb ApUTMOTEHE3a,
XapaKTepU3YIOIIAsICs HATMUYUEM TUITUYHOTO KIMHUKO-
AIEKTPOKAPIMOTpaUIeCcKOro CUMIITOMOKOMILIEKCA, BKIIFOYAIOIIETO 0CO0YIO
dbopmy Gsiokanbl npaBoit HOxKHU mydka ['uca (BITHII) ¢ mogpémom cermenta ST
B OJIHOM WJIM HECKOJIbKUX MPABBIX IPYJIHBIX OTBEJICHUSX HA
AIEKTPOKApIMOTpaMMe, OTCYTCTBUEM CTPYKTYPHOM MATOJIOTUH CepAlla U
Pa3IMYHBIMH KU3HEYTPOKAIOIIUMHU JKETYJOUKOBBIMU ApUTMHUSIMHU, KOTOPBIE
IPUBOJIAT K PE3KOMY MOBBIIICHUIO PUCKA Pa3BUTHUS BHE3AITHOM CepIeUHON CMEPTH.

Knaccudpukanus 3ad6os1eBanust

B HacTosimiee Bpemst BBIACIAIOT CASAYIONINE KINHUKO-
aneKTpokapauorpapuyeckre Gopmel cuHapoma bpyraza:

1) [lonnas ¢popma cunapoma bpyrana - 3To TUIIHYHAsA
anekTpokapauorpaduueckas kaptuHa (bpyrana-narrepn 1 tumna na 9KI') ¢
CUHKOIIE, IPEJICUHKOIE, CyYasiMU KIMHUYECKON UJIM BHE3AITHON CMEpPTH
BcneacTBue noaumopduoit XKT/DK;

2) Henonnas dopma cunsipoma bpyrana, koropast 00beAMHIET HECKOJIBKO
KJIIMHAYECKUX BapUAHTOB:

- TUIIUYHAS dJIeKTpoKapauorpaduueckas KapTuHa MpU OTCYTCTBUU
CUMIITOMOB, 0€3 CEMEHHON NCTOPUHU BHE3AIMHOW CMEepTHU Wi cuHapoMa bpyrana;

- TUTTMYHAS dJICKTpoKapauorpadudeckas KapTHHA MPH OTCYTCTBUHU
CUMIITOMOB 3a00JIEBaHUsI Y TIAITUEHTOB - YWICHOB CEMel OOJBHBIX C TIOJHOM
dbopmoit cuHapOoMa;

- TUTIMYHAS dJICKTpOKapauorpaduueckas KapTHHA MOCIIe IPOBEICHUS
(hapMaKkOJIOTHIECKUX TECTOB IMPHU OTCYTCTBUHM CUMITTOMOB 3a00JICBaHUS Y
MAIMEHTOB — YJICHOB ceMeil O0IBHBIX C TIOTHOM (POpMOI CUHAPOMA;

- TUMTUYHAS dJIEKTpoKapauorpaduyueckas KapTHHa MOCIe MPOBEICHUS
(bapMaKkoIOTHYECKUX TECTOB Y OOJIBHBIX C TOBTOPHBIMU CUHKOIIE WIIH
UMOoNaTUIeCKON (GUOpMILIALIUEH IpeacepIuil.

B 3aBucumoctu ot ypoBHs n3MeHeHni Ha OKI' B moBce1HEBHOM
KJIMHUYECKON MPAKTUKE BCTPEUYAIOTCS CIEAYIONINE IEKTPOKapIuorpapruueckue
BAPUAHTHI:

- TUIIMYHAS AJeKTpoKapauorpaduueckas KapTuHa ¢ IBHOUM OJ10Ka0i
npaBoil HOKKM Ty4dka ['nca, aneBauueit cermenta ST u ynimHenuem PR-
WHTEPBAJIA;

- TUIIMYHAS AJeKTpoKapauorpaduueckas KapTuHa C 3JIeBalleil cerMeHTa
ST, 6e3 yanunenust PR-untepBana u 010kabl paBoil HOKKH my4dka ['uca;

- HemoJiHas OJI0Ka/Aa MpaBoi HOXKKH Iydka [ 'uca ¢ ymepeHHoil aeBarueit
cermenTa ST;

- N30JIMPOBAHHOE YJIMHEHNE nHTepBana PR.

[Tomumo Kaccuveckoro GeHOTHIA, BKIIOYAIONIErO B ¢e0sl THTUYHBIC KIIMHUKO-
AIIEKTpOKapIuoTpaduuecKue MPOsIBICHUS, BBIICIAT CKPBITOE TEUCHUE



3a00JIeBaHus, KOTJ]a Y aCUMITOMAaTUYHBIX MMAallMEeHTOB xapakTepHbie DKI
WU3MEHEHUS HOCST TPAH3UTOPHBINA XapaKTEP U BBISBIIAIOTCS HEMOCTOSIHHO
(uHTEpMUTTUPYIONINI bpyrajga-naTTepH) Wik BoBce OTCYTCTBYIOT. Takxe, y
OJIHOTO TIAIMEHTa MOTYT MOCEA0BATEIbHO HAOIIOAATHCS BCE TPU TUIIA
n3MeHeHnii cermenta ST, XxapaktepHble Uil cMHApoMa bpyrana.



[MaTopumsnonorms

Cunnpom bpyrana siBisieTcst npuMepoM KaHAJIOTIaTHH, TO €CTh 3a00JIeBaHuS,
00yCJIOBJIEHHOTO U3MEHEHHBIMHA TPAaHCMEMOPAHHBIMA HOHHBIMH TOKaMH, KOTOPOE
peanu3yercs B AJIEKTPUUYECKUX OCOOEHHOCTSAX MUOKAp/ia, MPUBOJAIINX K ApPUTMUH.
B 10-30% ciyyaeB BeIABIAOT MyTaluu reHa SCNSA, KOIUpyromero HaTpueBbIi
kaHai NaV1.5. JlanHple MyTaliuy, KOTOPbIE IPUBOIAT K MoTepe QYHKIUH,
CHUKAIOT HATPUEBBIM TOK, OTBETCTBEHHBIH 3a 0-10 (Ienossipusaus) u 1-1o
(paHHss penossipu3aiius) ¢asbl NoTeHuana AeiictBus. CHIKEHUE HaTPUEBOTO
TOKA MO-Pa3HOMY MPOSBIISIETCS B SHIOKAPAUAIBHOM U SMHUKAPAUATBHOM CIOSIX
MHOKap/1a MpaBoro xenyaouka. Jlanaeie uameHnenus Jiexxat B ocHoBe JKI'- u
KIIMHUYECKUX MPOSIBIIEHUN cuHApoMa bpyrana. Jlo cux mop ocraercs npeamMmeTom
JIUCKycCUM TOUYHBIA MeXaHu3M OKI '-n3MeHEeHU 1 apuTMOT€He3a IPY CHHIPOME
Bbpyrana. B ocHOBe Teopuu HapylIeHUs! peNoasSIpU3alny JEKHUT TOT PaKT, 4TO Y
KJIETOK AMUKAPAUAIBHOTO CJIOS] MUOKap/1a MPaBoro XelyJouKka UMeeTcs 0osee
BbIpaKEHHas 3a3y0OpuHa MOTEHIIUAIAa ISUCTBUS, YEM B SHJIOKAPIUATILHOM CJIOE.
370, BEPOATHO, CBA3AHO ¢ OOJIBIIMM BKJIAJOM CXOJSIIEro TOKa [to B moTeHman
JIEUCTBHS B 3NMKapananbHOM ciioe. CHmkeHne Toka INa ycunuBaeT naHHbie
pasnuuus, NPUBOAS K BOSHUKHOBEHUIO TPAJIMEHTA BOJIbTAXKHBIX 3HAYCHUUN TIPU
penonsipuzanuu u nosisiennto usmenennii Ha JKI'. [Ipu oTHOCUTENBEHO
HOPMAJIBHOM BPEMEHHU PENOJIIPU3ALMU BOJIHBI T OCTalOTCS HAPAaBICHHBIMU
BBEPX, IPUBO/IS K PA3BUTHIO CeAIOBUIHBIX M3MeHeHU cermenTa ST (1T wmm 111
tut). [Ipu Gosiee BEIpaXKCHHBIX M3MEHEHUSIX PEMOJIIPU3AIINH, IPUBOASIINX K
MOSIBJIEHUIO TPAJUEHTA PENOJISIPU3ALMHA, IPOUCXOIUT UHBEPCUS BOJH T 1
MOSABJISIFOTCA CBOAYAThIE U3MEHEHUA cermeHTa ST. 3MeHeHus penoisipuzanuu
MOT'YT CIIOCOOCTBOBATh Pa3BUTHIO ApUTMUI IO MEXaHU3MY PUEHTPU, Ha3BAHHBIX
pueHTpH 2-1 pa3pl. KnuHudyecku JaHHbIE apUTMUU TIPOSBIISIIOTCS Pa3BUTHEM
YKETyTI0YKOBOU TaxukapAuu U GUOPUIUISAIIMU KETy104KOB. B ocHOBe
aJIbTEPHATUBHON TUMOTE3BI O MPUUUHAX HAPYIIEHUS TPOLIECCOB
JETIOSIPU3ALINHI/TIPOBEICHUS JISKUT MPETON0KeHUE, uTo TunuuHbie DKI -
W3MEHEHUs P CUHApoMe bpyrana MoKHO 0OBSICHUTh MEJIJIEHHBIM MPOBEICHUEM
UMITYJIBCOB M UX 33JIEP’KKOM B MHOKap i€ TPaBOTO Kellya04uka (B 0COOCHHOCTH B
BBIBOJTHOM OT/EJI€ MPABOTO KEITYI0UKA).



ITMONOrmsa

Cunapom bpyrazga accoruupoBan ¢ mytauusiMu B rene SCNSA, npuuem
onucano okosio 300 moxoOHBIX MyTanuii. B 0ocHOBE pa3BuTHS BapraHTa CHHAPOMA
Bpyrana yexxar MyTanuu B Jpyrux reHax, Koaupyommx anbda-1 u 6era-2b
cyObeauHuIsl kanbieBoro kanana L-tunma (CACNA1C u CACNB2). Ilpu
JAHHBIX MyTaIUSX PA3BUBAETCS CUHIIPOM, MPOSIBISIONIUNCS MTOAbEMOM CErMEHTA
ST B mpexkapauanbHbIX OTBECHUSAX, BHE3AMMHON CMEPTHIO U YKOPOUCHUEM
unrepBasia Q-T. Myrauun B reHax GPDI1L u SCN1B BbIsIBIIEHBI B HECKOIBKHUX
CEMEHHBIX CITyYasx.

Bo MHOTHMX KIIMHUYECKUX CUTYalUsIX Mpu cuHapome bpyrana moryr
MOSIBUTKCA UK ycyryoutbest DK -u3Menenus — k npumepy, npu GeopuiibHOMU
JUXOpaJIKe, TUIEPKATUEMUN, TUTIOKATUEMUH, TUTIEPKAJIBIIMEMUH, YIOTPEOICHUN
QJIKOTOJIsSI MJIM KOKaWHa, a TAK)Ke MPU NPUMEHEHHUH JIEKapCTB (0JI0KaTOpOB
HATPUEBBIX KAHAJIOB, BATOTOHUYECKUX MPEMAPATOB, allb(a-aapeHEepruuecKIX
BEIIECTB, O€Ta-0JIOKATOPOB, TETEPOLUKINICCKUX aHTUJICTIPECCAHTOB U
KOMOMHAIMI TJIFOKO3bI U UHCYJIMHA).



INNAEMMNONOTUA
MexayHapoaHaAa CTaTUCTUKA

B vactu ctpan Azun (Hanpumep, Ha OununnuHax, B Taunanje, AnoHun)
cunapoM bpyrana sisnsiercs Hanboliee YacTOM MPUYMHOM €CTECTBEHHOM CMEPTH
Moutobix MykurH. OH u3BectTeH kak LaiTai (Taunann), Bangugnot (Oununnunb)
u Pokkuri (SImonus). B ceBepo-BocTouHo# yacTu TaunaHa JeTaIbHOCTh OT
LaiTai cocranser npumepHo 30 ciayyaeB Ha 100 000 HaceneHus B TOJ .

PacoBasa u nonosada NpuUHaA/e}XHOCTb, BO3PACTHbIE ocobeHHOCTHU

Cungpom bpyrana naubosee pacnpoctpane B A3uu. JlanHbiil ¢pakt He
COBCEM IOHSTEH, HO MOKET OBITh 00YCIIOBJIEH MOCIEA0BATEIBHOCTHIO B
npomoTtope reHa SCNSA, cienrduyHOM A8 JII0ACH a3uaTcKoi packl. JlaHHbIN
CUHIPOM BCTpedaeTcs y :KeHIMH B 8—10 pa3 yaie, 4eM y My>K4HH, XOTS
BEPOSITHOCTh MOJTYYEHUSI MyTaHTHOI'O T'€HA HE Pa3IN4aeTcs M0 MOJIOBOMY
npu3HaKy. [leneTpaHTHOCTh MyTalluK y MY»KYMH BO MHOTO pa3 BBIIIE, YEM Y
xeHuwH. Cunapom bpyrana Hanbosiee yacTo BCTpevaeTcs y 310pOBbIX JIFOJIEH B
Bo3pacte 30—-50 sieT, 0JHAKO UMEIOTCSI COOOIIEHUSI O €T0 MPOSIBICHUU B BO3pacTe
ot 0 1o 84 ner. CpeaHuil BO3pacT BHE3AMHO YMEPIIUX NAIUEHTOB cocTaBiseT 41
roJ.



AHamHes

CHHKONE ¥ OCTAaHOBKA CEPACHYHOMN AEATENBHOCTHU SABIIIOTCS HauboJee
YacThIMH NMpOsiBIEHUsIMU cuHapoMa bpyrana. Houblo yenoBeka MoryT O€CIoKOUTh
KOLIMapHble CHOBUAEHUA. OHAKO HEKOTOPHIE MALIMEHTHI OCTAOTCS
OeccUMNTOMHBIMU, a IMarHo3 cuHapoma bpyrana npeanonaraeTcst Ha OCHOBaHUU
pyrunHoii DKI' (mogbem cermenta ST B otBenenusix V1-3). Yacto B anHamHe3e
BBISIBJISIIOT BHE3AMHYIO CEPACYHYIO CMEPTh, OJHAKO CHHIPOM MOXET Pa3BUBATHCS
cnopannuecku. [Ipumepro y 20% maimeHToB B KAYECTBE COMMYTCTBYIOIIEH
apUTMHUH MOKET BBISBISATHCA (PUOPHILIALIMS MPEICepAnii, a TAKKe
JIMarHocTupoBaTbest AB-y3110Bas pueHTpH Taxukapaus. Bo MHOTUX ciydasx
OCTAHOBKA CEpJICYHON EATETbHOCTH MPOUCXOIUT BO CHE MJIM COCTOSIHUU MOKOSI.
Cnyuau pa3Butus cuHapoma bpyrana npu gpu3nyeckoi Harpy3Ke OYeHb PEIKH.
CooOmaercs, 4To IMX0pajiKa MOKET UHAYLIUPOBATH WIH YCYTYOUTh KIMHUYECKUE
nposBieHus cuHapoma bpyrazaa. [IpoapomanbHbie SBIEHHS 4aCTO OTCYTCTBOBAIU
y NaIMEHTOB C IOKYMEHTUPOBAHHOW (PHOPpUILIALIMEH KETyT0UKOB B KAUECTBE
INPUYHUHBI CUHKOIIE.



dunsnkanbHoe O6Cﬂe,QOBaHl/Ie

dusukanbHOE 00CcIeI0BaHNE Y MAIIMEHTOB C CHHIPOMOM bpyrana oObuHO
JaeT HOPMaJIbHBIC pe3yIbTaThl. TeM HEe MEHee OHO HEOOXOAMMO TSl HCKITIOUCHUS
JPYTUX BO3MOKHBIX TPUYMH CUHKOIE WJIM OCTAHOBKU CEPJICUHOMN AESTEIbHOCTU
IIPU OTCYTCTBUU MOJATBEPKIACHHBIX COIMYTCTBYIOLIUX 3a00JIEBAHUIMA
(runepTpoduyuecKkoi KapJMOMUOTIATHH WU KJIAMTAHHBIX MOPOKOB CEPIIIA).



OnddepeHumanbHaa ANArHOCTMKA

HuddepennnanbHas TMarHOCTUKAa OCTAHOBKU CEPACYHON JESTENIbHOCTH Y
nanyeHTa 0e3 COMYTCTBYIOIIUX 3a00JIEBAHUI pa3InyHa, HO BKIFOYAET UILIEMUIO
MHOKap/1a 1o IIPUYMHE aTEPOCKIIEPO3a WM AaHOMAJIMKA KOPOHAPHBIX ApTEPUH,
TUNEPTPOPUUECKYIO KAPUOMHUOIATHIO, KATEXOJAMUHEPTUUECKYIO MOTUMOP(PHYIO
YKETyTOYKOBYIO TaXUKAPJIUIO, CAHAPOM YJJIMHEHHOro nHTepBaia Q—T u
apUTMOTEHHYIO IUCIUIA3UI0 TPABOTO XKellyiouka. MHorue 3a001eBaHus MOTYT
ObITh MU dhepeHIIMPOBaHBI HA OCHOBAHUHU aHAMHE3a U (PU3UKATIBLHOTO
oOcnenoBanusi. OMHAKO UHOT/IA TPEOyeTCs MPOBEACHUE TOMOJHUTEIbHBIX
HUCCIIeI0OBaHUMH.

Bapuantel nuddepennmnanbsHoro quarnosa nojaseMa cermenta ST B mpaBbix
MpeKapaAUaIIbHBIX OTBEACHUSX:

— aTunu4Has 0JI0Kaja NpaBol HOXKKM Iydka [ 'nca;

— TUNEPTPOPUS JIEBOTO KEITYT0UKA;

— paHHSIS PENOIAPU3ALNS; — OCTPBIN IEPUKAP/INT;

— OCTpas uIIeMus MUOKapa Wik HH(HapKT;

— creHoKapaus [ Ipunnmeria;

— TpoM0O03MO0IIHS JIETOYHOH apTepuu;

— paccriauBaronias aHeBpU3Ma a0pThI;

— OIIyXOJIb CPEAOCTEHHUS UM TEMOIIEPUKAP/I, CIABIMBAIOLINI BBIBOIHOU
OTJEJ PABOro KEITYI04YKa;

— apUTMOT€HHAs JUCILIA3Us TPABOIo KEIyI04Ka;

— pa3JIMYHBIE HAPYIIEHUS NEHTPAIIBHON U aBTOHOMHOW HEPBHOW CUCTEMBI;

— IIEpENO3UPOBKA IrETEPOLUKINYECKUX aHTUIETIPECCAHTOB;

— MHTOKCHUKAIIUS KOKANHOM;

— MblleyHas atpodus Jromena;

— atakcus Opuapeiixa;

— TUNIEPKAJIbIIMEMUS 110 IPUYUHE JAedUIiNTa THAMUHA,

— TUIIEPKAIINEMUS,

— TUTIOTEPMUSL;

— BOPOHKOOOpa3Has aedopMaiusi TpyIHON KIETKH;

— UHTEHCHUBHBIE ATJIIETUYECKUE TPEHUPOBKH.



ObcnenosaHue

Cunzpom bpyrazaa yacto pa3BUBaeTCs B MOJIOJIOM BO3pPAcTe MPHU OTCYTCTBUU
COIYTCTBYIOLIUX 3a00neBanuii. YacTo MaHudecTarue Cuuapoma sBisieTcs
CHHKOTIE. Y MallMEeHTOB C CUHKOIE HeoOxoanmo Beeraa aenats KT B 12
OTBEJICHUSX.

[TpoBOKaLMOHHBIN TECT ¢ OJIOKATOPOM HATPUEBOIO KaHAJIA MOXKHO
IPOBOJUTH y NMALIUEHTOB C CUHKOIE 0€3 SIBHOW Ha TO NPUYUHBI. AHAJIU3UPOBATh
OKI" nomKeH onbITHBIN Bpay, B YaCTHOCTU JIEKTPOPU3UOJIIOT.

dnekTpoKapanorpadms

YBenuuuth 4yBCcTBUTENIBHOCTH DKI' B BBISIBICHUH H3MEHEHUI ITPU
CHUHJIPOME MO>XHO, TOMECTHUB MPABBIE MTPEKapAUAIbHBIE OTBEICHHUS BO BTOPOE
Mexpebepre. Harpy3ouHblii cTpecc-TeCT MOKET NMPUBECTH K ucue3HoBeHnio DKI -
M3MEHEeHU u aputMuil. B cootBeTcTBumn ¢ DK -u3MeHEHUSIMU BBIIECISIOT TPU
tuna noabema cermenta ST npu cunapome bpyrana.

[ Tun — BRIpaKEHHBIN NMOBEM TOUKH J, CBOAYATBIE H3MEHEHUS cerMeHTa ST
u uHBepcust T-BoHbI B oTBeAeHUAX V1 u V2.

[Tpu Il Tune ormevaeTcs cemoBUIHBIN ToabeM cermenTa ST Oosee yem Ha
1 mm.

[Ipu III Tune ormevaetcst noagbem cermenta ST MeHee yeM Ha 1 mwm.

B cootBeTcTBHHM € cornacuTenbHbIM JoOKyMeHTOM | Tun KT -u3zmenennit
ABJISICTCS ITOKA3aTEIbHBIM [T BBICTABJIIEHU IMarHo3a cuaapoma bpyrana.
[TponomxurensHocTh KoMmIuiekca QRS o OKI' B 12 orBeneHusx Obliia HETaBHO
MPEIIOKEHA B KAUECTBE MapKepa pa3BUTHUS )KU3HEYTPOKAOIINX APUTMUU.
HuxHeO0KOBBIE M3MEHEHUS PEMOJISIPU3ALIMY TaKKe MPEI0KEHBI B KAUECTBE
Mapkepa pucka. ACUMNTOMHBIN naueHT ¢ [ Tunom SKI -u3menenunit
MIPEJCTABIISAECT COOOM CIOXKHYIO KJIMHUYECKYIO 3a/1a4y.

MpoBoKaunoHHaa npoba c 610KaTOPOM HATPMEBOTO KaHana

VY yacTu manueHToB BHYTPUBEHHOE BBEJICHUE 0JIOKATOpa HATPHUEBOTO
KaHaJla MOKeT npuBecTr K MmaHudecranuu DK -nposBieHnit i ux U3MEHEHHIO,
YTO MO3BOJISICT MOCTABUTH AUATHO3 W/WIIM TMTPOBECTH CTPATU(DUKAITUIO PUCKA.
BryTpuBeHHO BBOAAT (iieKauHu B 03¢ 2 MI/KT (MakcuMaibHO 150 mT) B
teuenue 10 muH, npokanaamua 10 mr/kr Ha npoTsokenun 10 muH, alimanuH 1
MT/KT Ha TIPOTSDKEHUU 5 MUH WU TWICHKAaWHU 1 Mr/Kr Ha poTspkennu 10 MuH.
JanHas mpoOa J0JKHA MPOBOIUTHCS MIPU MOCTOSTHHOM MOHUTOPUPOBAHUHU
CEPICUHOM JIEATEIIBHOCTH U TOTOBHOCTH K PEAaHUMAIIMOHHBIM MEPOIPUSTUSIM.

VY nanuenToB ¢ HopManbHOU ucxoaHou DKI pe3ynbTatr mpoObl curTaeTCs
MOJIOKUTENIbHBIM, KOTJIa JIEKAPCTBEHHBIN TIpenapaT MPUBOIUT K MOBBIIICHUIO
BOJIHBI J B a0COJIIOTHOM 3HAUEHUHU HE MEHee YeM Ha 2 MM B oTBeacHusx V1, V2
u/unu V3 ¢ 6;10kaaoi nmpaBoil HOXKKH my4dka ['uca unu 6e3 Hee. BBenenue
npenapara ciaeAyeT MPEeKPaTUTh MPH MOJOKUTEIIBHOM PE3yJIbTaTe, pa3BUTHH
KETYJOUYKOBBIX apUTMHM WM TIPH paciupeHnn komiuiekca QRS 6onee uem Ha

30%.



W3onpoTepeHon nin JakTaT HaTpUsi MOTYT ObITh 3 ()EKTUBHBIMU
aHTUJ0TaMU, €CJIM OJIOKATOp HATPUEBOTO KaHaJla IPUBEN K Pa3BUTHIO APUTMUMU.
OTBeT Ha BBEICHUE U30MIPOTEPEHOIIA TAKKE MOKET UMETh TUATHOCTUYECKOE
3HAYCHHUE.

JIaHHBII TEKApCTBEHHBIN TECT HE MPOBOAUTCSA y mauueHToB ¢ [ Tunom OKI -
MIPOSIBJICHUI, TaK KAK OH HE IPUBHOCUT HOBBIX JAHHBIX [0 JUATHOCTUKE. Y
naueHToB co I u Il Tumamu SKI -niposiBIeHMit TpoBeIeHUE MPOBOKAIIMOHHOTO
TECTAa PEKOMEHJOBAHO JJIsI IOCTAHOBKH JINAarHO34.

UyBCTBUTENBHOCTD U CMISU(DUIHOCTE JAHHOU MTPOOKI 10 CUX TTOP HE
YCTaHOBJIEHBI. B uccnenoBanuu, B Kotopoe Obutn BKIrOYeHbI nanueHTsl co 11 u 111
tunamu DKI-niposiBieHut, Ob110 MOKa3aHO, YTO MOJIOKUTEIbHBIN
MMPOBOKAIIMOHHBIN JIEKAPCTBEHHBIN TECT Y CHMIITOMHBIX IMAIMEHTOB
aCCOLIMMPOBAJICS C HEXKENATEIbHBIMU COOBITHSIMU. OTHAKO Y OECCUMITOMHBIX
MALIMEHTOB C MOJIOKUTEIBHBIM PE3YJIbTaATOM UMEJICS MEHBIIUN PUCK
HEXEJIAaTeNbHBIX COOBITUNA. DTO CBUJETENBCTBYET O TOM, YTO MPOBOKAIIMOHHAS
mpo0a MOXKET MOMOYb CTPATU(OUIIUPOBATH PUCK Y CUMITTOMHBIX MTAIIUEHTOB C
nuarHoctuyecku He 3Haunmon DKI'. OgHako 3TOro He NPOUCXOAUT Y
OEeCCUMITOMHBIX MAIlUEHTOB.

dneKkTpodunsnonormyeckoe uccaeaoBaHme

Hekortopsle uccienoBarenu UCnoib30BaIn 3IEKTPOPUIU0TOTHIECKOE
uccienosanue (ODU) nyist BeISIBIACHUS MHAYLUUOEIBHOCTH apUTMUH C 1IEJIbIO
cTpatuuKaluy pucka rnpu cuaapome bpyraga. OnHako nuarHoctuueckas
LEHHOCTh JJAHHOT'O UCCIEOBaHUS A0 CUX MOP 00CYKIaeTcs.

B 2001 r. P. Brugada nokasai, 4To HHAYLIHOETbHOCTh MOKET OBITH
XOpoIMM npeaukropoM ucxonaa. Ognako B 2002 r. S.G. Priori cooOumi o HU3KoM
JTMAarHOCTUYECKON IEHHOCTH MHBA3UBHOTO TECTUPOBAHUS.

B uccnenopanuu, nmpoBenennoM A.K. Gehi, Ob110 mokazano, yto DU He
BJIMSIET HA IPUHSATHE PEUICHUS B IUArHOCTUKE U JICYEHUU MAllHEHTOB C
cunapoMoM bpyrana. B HegaBHO NpOBEAEHHOM MCCIIEIOBAHUN HE3ABUCUMO
OIICHUBAJIH OOJIBIIINE TPYIIIIHI MAIMEHTOB U3 EBporibl 1 SInoHNM 1 HE cMOTIIH
BBISIBUTH KaKOW-IHM00 nquarHoctudeckor neHHoctu DDU. B Gonbmiom perucrpe
MalKreHToB ¢ cuHApoMoM bpyrana B EBporne Tonbko cumnTomsel v [ tun SKI
nposiBiieHuit, Ho He DD, obnananu AMarHOCTUYECKON 1IEHHOCTBIO ISt
OTIpPEJIEICHHS pUCKA ApUTMHUUYECKUX COOBITUI. B HEOOJIBIIIOM SITOHCKOM PETUCTpE
TOJIbKO BHE3aIHAsI CEpJIeYHAsi CMEPTh B CEMEITHOM aHaMHE3€ B BO3PACTE MOJIOKE
45 net 1 HI>KHEOOKOBBIE pAHHKE PENOJISIPU3AIIMOHHbIE U3MEHEHUS ObLIH
MPEAUKTOPAMHU KapIuadbHbIX COOBITHH.

KoHueHTpaumna Kanuna n Kanbuua

VY nanueHToB ¢ noabeMoM cerMeHTa ST B MpaBbIX IPYJHBIX OTBEACHUIX
HEOOXOMMO OTPEAEIUTh KOHIICHTPAIIMH KaJIus U Kalnblus. [ unepkanpuueMus u
TUIEPKATUEMHUS] MOTYT IPUBOJUTH K Pa3BUTHIO OpYyra0nol00HbIX H3MEHEHUN Ha
OKT'.

KoHueHTpauna KOK-MB v TponoHKUHA



VY nmanueHToB ¢ CUMOTOMAaMH OCTPOr0 KOPOHAPHOIO0 CHHAPOMA HEOOXOIMMO
onpeaenuTh koHueHTpanuu KOK-MB u tpononuna. [Ipu noBbIIEHUN UX
YPOBHEN UMEETCS OBPEKACHUE CEPACYHON MBIIIIIBI.

feHeTM4YeCcKOoe TecTUpOBaHUe

VY manueHToB ¢ BEPOSATHBIM CHHIPOMOM bpyrana BO3MOXKHO IPOBEAECHUE
TF€HETUYECKOr0 TECTUPOBAHUs Ha npeaMeT myTtaruid reHa SCNSA. Pe3ynbraTsl
TE€HETUYECKOT0 TECTUPOBAHHUS MIO3BOJIAIOT MOATBEPAUTE UM OITPOBEPTHYTh
KJIMHUYECKUN THarHo3. [ eHeTnueckoe TECTUPOBAHUE BAXKHO JUISl PAHHETO
BBISIBJICHUS YWICHOB CEMEN C MOTEHIMATbHBIM PUCKOM. OHAKO pe3yJIbTaThI
TECTUPOBAHMS HA CETOAHSAIIHUI MOMEHT OCTAlOTCA OTHOCUTEIbHO HU3KUMHU, TaK
kak mytanuu reia SCNSA oOHapyxkuBaroTcs ToJibko B 11-28% ciyuaes.

dxoKapauorpadpua n/mnm MPT

Oxoxkapauorpadus w/unu MPT npoBoasITCs NpeuMyIeCTBEHHO IS
WCKJIFOYEHUS apUTMOTE€HHON JUCIIIA3UHU IPABOTo Keaynouka. Takxke 3T
MCCIIEIOBAHUS UCIIOJIB3YIOTCS JJIS OLIEHKU JPYTUX BO3MOKHBIX TPUYUH apUTMUN
(runepTpoduueckas KapAUOMUOIIATHS, HEMOI03PEBAEMOE TTOBPEXKICHUE
MUOKap/a, MUOKApIUT WK a0eppaHTHOE OTXOXK/ICHUE KOPOHAPHBIX apTEPHii).



JleyeHwne

Ha ceropnsimianii 1€Hb €IMHCTBEHHBIM METOAOM JIEYEHUS KETYTOUYKOBOM
TaxuKapAuu ¥ GUOPHIUISAIINY JKEITyTI0YKOB, a TAKKE MPO(UIAKTUKN BHE3AMTHOM
CEpPACYHOM CMEPTH Y JIFOJIEH C CUHAPOMOM bpyrana sBisieTcs nMILIaHTalus
aBTOMATHYECKOTO KapAHoBepTep-aepudpustopa.

s neuenust cuaapoma bpyraza He CyIlecTBYeT JIEKapCTBEHHBIX
npenapaToB ¢ JoKa3aHHOH A(h(PEKTUBHOCTHIO, KOTOPHIE TTO3BOJIUIN Obl CHU3UTH
YaCTOTY Pa3BUTHS KETYyAOUKOBBIX apUTMHUIN U BHE3anmHOW cMepTu. [Tokazanus s
NK]I onmyGaukoBaHbI B COTJIACUTEIILHOM JIOKYMEHTE 110 IMATHOCTUKE U JICUCHUIO
cuapoma bpyrana. [lanuentam ¢ curapomMoM bpyrajzia 1 OCTAaHOBKOW CEPACYHOU
nestenpbHOCTH B aHaMHe3e K]l HeoOxoanma. ACHUMIITOMHEIX ITAIlUEHTOB 0€3
JTAaHHBIX O BHE3AITHOW CEPJICUHON CMEPTHU B CEMEMHOM aHAMHE3€ MOKHO JICUUTh
KOHCEPBATUBHO U TIIATEIbHO HaOmMtoaaTh 3a HUMU. K] He pekoMeH10BaHa.
[TaniieHTHI ¢ YMEPEHHBIMH KJIMHUYECKUMU MPOSIBICHUSMU MPEJCTABIISIIOT COOOM
0COOYIO CITOKHOCT.

OrpaHnYeHUA NnoBceaHEBHOM AeATEeNbHOCTU

B cBsi3u ¢ TeM, 4To perynsipHas puznyeckasi akTUBHOCTh MOXKET NMPUBECTU K
MOBBIIICHUIO TOHYCA OJTY>K/Ial0IIer0 HEPBa, y aTJIETOB C CUHAPOMOoM bpyrana
CIIOPTUBHBIE 3aHATHS MOTYT YBEJIUYHUTH BEPOATHOCTH PA3BUTUS (PUOPUILISAIINU
YKETyTI0YKOB Y BHE3AITHOM CEPACYHON CMEPTH B TOKOE UJIU IIPU BOCCTAHOBIICHUH
nocisie pusudeckoit Harpy3ku. [loaTomy ncciaenoBareny He PEKOMEHAYIOT
NalreHTaM ¢ MOATBEPKACHHBIM CUHIPOMOM bpyrana 3aHuMaThCs
COPEBHOBATENIbHBIM CTIOPTOM. OTHAKO YETKUX JI0KA3aTeJIbCTB ITOMY HET.
Ocraetcst HesICHBIM, HEOOXO0IUMO JIU OTCTPAHSATh OT COPEBHOBAHUM aCUMIITOMHBIX
CIIOPTCMEHOB C HOCUTEILCTBOM MyTalui reHa SCNSA.

JlekapcTBa

TeopeTnuecku, TEKapCTBEHHBIE MPENapaThl, KOTOPHIE YCTPAHIIOT HOHHBIN
nucOananc npu cuHapome bpyrana, MOryT B Kakoi-TO CTENIEHH CIIOCOOCTBOBATH
€ro JICUCHUI0. MOXKET MPUMEHSITHCSI XMHUIUH, KOTOPBIN OJIOKUPYET KaJIbIIHii-
3aBUCHUMBIN UCXOAIMN KanblueBblid TOK (Ito). IIpu ero npuMeHneHnn oTMedyeHa
Hopmanuzanus DKI' y nanuenToB ¢ cunipomoM bpyraga. OnHako XMHUIUH TaKXKe
OJIOKUPYET HATPUEBBIN TOK, MPU ITOM MOXKET MPOSBISATHCS 00paTHBINA (D (PEKT.

TeaucaMmil, KOTOPBIH SIBISETCS MOIIHBIM OJI0KaTOpoM Toka Ito 6e3
CUJILHOTO BJIMSIHUSI HA HATPUEBBIE KaHAJIbI, MOXKET ObITh OoJiee 3P (HEKTUBHBIM, UEM
XUHUJIUH.

N3onporepeHo1, KOTOPbIM YCKOPSET TOK YEPE3 KaJIbLIMEBbIE KaHAJIBI L-
THUIIA, MOXKET TaKe MPOTUBOICHCTBOBATH HOHHOMY JIMCOaJIaHCy.

Ha ceronnsmnuii 1eHb J€KapCTBEHHOE JIEYEHHUE CUHIpoMa bpyrazna He
PEKOMEHIOBAHO, TaK KaK B KJIIMHUYECKUX UCCIEN0BAHUAX HE CMOIJIM J10KAa3aTh
3¢ (HEeKTUBHOCTH JIEKaPCTBEHHBIX MpenaparoB. HekoTopsie JexkapcTBa MOTYT
BbI3BaTh MaHuecTauio IKI -nposBrennii npu cunapome bpyrana u ycyryoutsb
KJIMHUYECKOE TEUCHUE CUHAPOMA.



MpodUNaKTMKa OCNOKHEHUI

[Ipn Hanmnuuy nokazannii npumeHenne MK/ MoxeTr npenoTBpaTtuTh
BHE3aITHYIO CEPJCUHYIO CMepTh. UYJIeHbI CeMbH NMallMEHTa U JIIOAU, padoTaromme
BMECTE C HUM, JOJKHBI OBITh OCBEAOMJICHBI O cuHApoMe bpyrana u o6yueHsl
OCHOBAaM IIPOBEJEHUS CEPIECYHO-JIETOYHON peannManuu. ['eneTuaeckoe
KOHCYJIbTUPOBAHUE ITPOBOJUTCS I10 JKEJIAHUIO ITAIIMEHTA U WICHOB €r0 CEMbH.



3aKo4YeHne

Cunapom Bpyrana xapaktepusyercsi BHE3aITHOM CMEPThIO,
acCOLMMPOBAaHHOM ¢ 0gqHUM U3 DKI posBIIEHHI, BKIFOYAIOUIUX HETIOIHYIO
0JI0Kaly MpaBoi HOXKKM Iydka ['mca u moabseM cermenta ST B IEpeIHUX TPYAHBIX
orBeneHMsX. [1o OKI'-kpuTepusaMm BBIACIAIOT TPU TUIIA JAHHOTO CHHIPOMA.
Cunnpom bpyrana sBisIeTCsl TEeHETHYECKH JETEPMUHUPOBAHHON ITATOJIOTUEN U
nepesaeTcs 1o ayToCOMHO-IOMUHAHTHOMY ITyTH Haclle10BaHUs MpuMepHO B 50%
ceMelHBbIX ciaydaes. [lannenTsl ¢ cuaapomMoM bpyrana noasep:keHbl BHICOKOMY
PHUCKY BHE3aIIHOM CEpACYHON CMEPTH. ENMHCTBEHHBIM JJOKAa3aHHBIM METOJOM
npo¢unaktuku seisercss MK/, Cpeau nekapCTBEHHBIX METO/IOB JIEUEHUSI MOYKHO
BBIJICTIUTh XUHUJWMH — aHTUAPUTMHUK Ipymiibl [a. beuio nmokaszaHo, 4To oH
IpeI0TBpallaeT HHAYKIHIO GUOPHIIISIUY KEJTyA0YKOB U UHTHOUPYET
CIIOHTAHHBIE KEITYTOYKOBBIE ADUTMHH B KIIMHUYECKUX YCIIOBHSX.



Jlntepatypa
1. http://arrhythmology.pro/files/pdf/2015/38-47.pdf
2. https://diseases.medelement.com/disease/cuHapom-6pyraga-kp-ph-2020/17435
3. https://meduniver.com/Medical/cardiologia/ekg pri sindrome brugada.html
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