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Brenenue

B Hacrosiiiee Bpemsl cepledHO-COCYIUCThIE 3a00ieBa-
HUS 4, B IEPBYIO OYepe/ib, UIIEMUYIecKast O0JIe3Hb cepaLa
SIBJISIFOTCSI BEYILEW MPUYMHOIN CMEPTHOCTH B SKOHOMHUYEC-
KU pa3BUTHIX cTpaHax Mupa. OIHAKO CIIEyeT OTMETHUTh, YTO
B MOCJIEIHUE TO/IBI Bce OOJBIIYIO OCTPOTY MPUOOpETaET Ipo-
OJeMa BHE3aITHOM CMEPTH IIPU OTCYTCTBHH SIBHBIX 3a00i1e-
BaHUI MUOKap/ia TN KOPOHAPHBIX COCYIOB, 0COOCHHO B MO-
sonoM Bo3pacrte. ITox BHe3amHo# cepreuHoii cMepThio (BCC)
TIOHUMAIOT CMEPTh, Pa3BUBILYIOCS MOMEHTAJIBHO MM Ha-
CTYIIUBILYIO B TEYEHHE Yaca C MOMEHTa BO3HHKHOBEHHMSI
OCTPBIX U3MEHEHUI B KIIMHUYECKOM CTaTyce nanueHra [1].

B kiuHMueckol npakTuKe Takue 3a00neBaHus BCTpeda-
I0TCS JIOBOJILHO PEAKO. DTO CBSI3aHO C TE€M, YTO OOJbHBIC
YMHPAIOT BHE3AITHO, YaCTO CPE/I ITOJTHOTO 30pOBHsL. VHOT-
Jla BHE3AITHOM Cep/IevHOI CMEPTH MOJKET MPEIIeCTBOBATh
He3Ha4YnTeIbHAs CUMITTOMaTuKa. [103ToMy IMarHo3 yacto
CTaBHUTCS IOCMEPTHO ¥ OOBIYHO UMeeT (POPMYITHPOBKY OCT-
past cepIeYHO-COCYIMCTast HEIOCTATOYHOCTb. A TIPH ayToI-
CHH MTOPaYKEHHU MBIIIIBI CEp/La WITH KOPOHAPHBIX COCYIIOB
He BBIABIIETCS. Y JieTel yalie BCero oCMepTHO TUAarHOCTH-
pyercst ocTpasi peciupaTopHasi BUpycHas WH(EKIHs, MU-
HUMaJbHBIMU TIPOSIBICHUSMH KOTOPOW MBITAIOTCSI O0BSIC-
Huth BCC [10]. DT0 roBOpPUT O TOM, YTO BBISBIISIEMOCTH JIHO-
Jiel ¢ JaHHBIM IMarHO30M HEBEJIMKa, IO3TOMY OTCYTCTBYET
Y IOCTATOYHBIH ONBIT HAOIONEHUS U JICUCHUSI TAHHBIX Malld-
€HTOB. B COBpeMeHHOI KIMHUYECKOH MEIHIMHE BbIJEICH
psin3aboeBaHui U CHHIPOMOB, TECHO ACCOLMMPOBAHHBIX C
BBICOKMM PHCKOM BHE3aITHOW CMEPTH B MOJIOZIOM BO3pacTe.
K HMM OoTHOCSTCSI CHHIPOM BHE3AITHOM CMEPTH MIIaJICHIIEB
(sudden infant death syndrome), cuHApOM YyIITHHEHHOTO
nnrepBana QT, cuHAPOM BHE3aIHO HEOOBSICHUMOI CMep-
tu (sudden unexplained death syndrome), apuTmMorenHas
JIUCIUIA3US TIPABOTO KEyIouKa, Haronarnaeckas puopmii-
TSNS KETYI0YKOB U PsiI Apyrux [9].

Taxoke B TaHHBIN PsIJ] CHHAPOMOB U 3a00JIEBaHUI MOX-
HO BKJIIOUUTH U cuHipoM bpyrana (CB) — oTHOCHTENBHO He-
JIaBHO ONMCaHHOE W MO3TOMY Majlo M3ydeHHOe 3aboJieBa-
Hue. HecMoTpst Ha TO, 4TO BO BCEM MUPE OIyOINKOBAHBI
COTHH paloT, MOCBSIIICHHBIX JaHHOMY 3a00JI€BaHHIO, a Ha
KPYMHEUIITNX MEXKTyHAPOIHBIX KApIUOIOIHIECKUX KOHIPeC-
caXx peryJsipHO MPOBOAATCS TEMATUYECKHE CEKIIIH, B OTeUe-
CTBEHHOW JIUTEpaType UMEIOTCS JIUIIb eTMHUYHbBIE OIHca-
HUSI CHHIPOMA, JAJIEKO He BCET/a MOIHOCTHIO OTPasKaroIIHe
TUIWYHYIO KapTHHY 3a0oneBaHus. BMmecte ¢ TeM MMEHHO
CbB sBisiercs, 10 MHEHUIO MHOTUX CIIELHAJINCTOB, «OTBET-
CTBEHHBIMY 32 Ooiee ueM 50% BHe3aHbIX, HEKOPOHAPOTCH-
HBIX cMepTel B MOJI0JIoM Bo3pacte [9].

B Hacrosmiee Bpemst cuHApoMoM bpyranma HazbeiBaioT
KJIMHUKO-DJIEKTpOKapAHorpadueckuii CHHIPOM, XapaKre-
PH3YIOLIHUICS CHHKOIAILHBIMH COCTOSIHUSIMU U STTH30/IaMH
BHE3AITHON CMEPTH Y MalMeHTOB 0€3 OpraHMYecKUX U3Me-
HEeHUH B cepAue, npossistronuiics Ha OKI mogbemomM cer-
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MeHTa ST B paBbIX IrpynHbIX oTBeneHUAX (V1 —V3) n m3me-
HeHreM KoMmIuiekca QRS, cxomHBIM ¢ TaKOBBIM IpH OJI0Ka1e
NpaBoil HOXKKH ITydka ['Mca (KOTopble MOTYT TPaH3UTOPHO
ncye3arh) ¢ BO3HUKHOBEHHEM Ha 3TOM (DOHE SIIM30/10B T10-
JTUMOP(HON HKETYTOYKOBOH TaXUKApAUK U (HUOPUILIALIIH
HKEITYOYKOB, 00YCIIOBIMBAIOIINX KIIMHUYECKYO KapTuHy [ 10,
13].

B nurepatype Taxke BCTpEYaroTCsl OMMCAHUS KIIPUOO-
peréanoro» Cb. B Hacrosiiiee BpeMst onrcaHbl CIeTyoIue
cocTostHUSA U 3a0oneBanus, Bbi3biBatoiue Cb [2, 4, 8]: muxo-
panka, THIIepKaIneMusl, THIIepKaJIbIUEMUs, Ie(HUIIUT THA-
MUHa, OTPaBJIEHHE KOKAMHOM, THUIIEPIIApaTUPEOUTU3M, TH-
MIEPTECTOCTEPOHEMHS, OITyXOJIH CPEAOCTEHUSI, APUTMOT €H-
Hasl IMCIUIA3Hs [TPaBOToO JKEMYI04Ka, MEPUKAPINT, HH(apKT
MHUOKapaa, creHokapaus [IpuHnMerana, Mexannieckas 00-
CTPYKIIMS BBIXOMISIIIIETO TPAKTa MPABOT0 JKEMYI0YKa OITyXO0-
JISIMM WJIH TTPY TeMOTIepHUKapie, TpoMO0IMO0IHs TErouHOM
apTepuH, pacciiauBaroliasi aHeBpU3Ma aopThl, pa3IHYHbIC
aHOMAaJIMH IIEHTPAJbHOW M BET€TATUBHOW HEPBHOW CHCTe-
MBI, MbIIIeYHas quctpodus Jronienna, atakcus @penepu-
ka. [Ipuém nekapcTBEeHHBIX MpErnapaToB, HHTHOUPYIOIINX
HaTpHEBbIE KaHAJIbI, Takke MoXxeT BbI3bBaTh Chb. Jlekap-
CTBEHHO-UHAyIMpoBaHHbIi Cb onvcan npu JieueHnu meca-
JIA3UHOM, BarOTOHMYECKUMH TIperiapaTaMu, Ol-aJpeHepTH-
YECKUMH arOHUCTaMH, 3-aipeHO0I0KaTOpaMu, aHTUTHCTa-
MHUHOBBIMH ITpenaparaMu 1-ro NOKoJIeHHs, aHTUMAaJISIPUii-
HBIMH CPEICTBAMH, CEAaTHBHBIMH, aHTUKOHBYIbCAHTAMH,
HEHUpOJIENTHKAMU, TPH- M TETPAIMKINYECKUMHU aHTHICTIPEC-
CaHTaMH, IpenapaTaMu JuTus [ 8].

BriepBble JaHHBI CHHIPOM CTaJl BBIAEISATHCS KaK CaMo-
cTosiTenbHOE 3a0oneBanue B 80-x romax XX Beka, koraa Ame-
PHKaHCKHM LIEHTPOM KOHTPOJIS 32 3a00JI€Ba€MOCTBIO B AT-
nante (CIIA) ObUT 3aperucTpupoOBaH HEOOBIYHO BHICOKUI
(25 na 100 000 yenoBeK) YpOBEHb BHE3AIMHON CMEPTHOCTH Y
MOJOBIX JTtofiel, BeixomueB u3 FOro-Boctounoit Azuu [2, 9,
10].OnnHaxo ciydan BHE3aMHON CMEPTH PErUCTPUPOBATIUCE
1 3HaUUTENBHO paHblie. Tak, B 1960 romy natonor BoeHHO-
Mopckoro rocriimtais B I'yame nokrop I'oH3ano AnoHTe ornu-
cait 11 cimygaeB cMepTH BO CHE MOJIOZABIX (DHITHIITHHIICB. Bee
cMepTH ObUTH o4eHb noxoxku. Ha Bckpeithu I. AmioHTe He
HaIllell HUKaKUX TIPU3HAKOB, KOTOPBIE MOIIIH ITOCITYKUTB ITPH-
YHHOUM CMEPTH, B TOM YHCIIE BUAUMBIX aHOMAJIUH cep/ia u
cocymos [5].

OdunmanbHas 1ata oTKpeITUs cuHApoMma — 1992 rog.
VIMeHHO B 3TO BpeMsl HCIIAHCKHE KapIuoiory, oparbs P. u J.
Brugada, pabotatomue B HacTosiiee BpeMs B Pa3IHIHBIX
KJIMHUKAX MHUpPa, OMHUCAIH KITMHUKO-3JIEKTpOoKaparorpadu-
YECKUH CHH/IPOM, 0ObENHSIONINI YacThle CeMEeHHbIE CITy-
Yau CHHKONAJBHBIX COCTOSHUI WJIM BHE3AIHOW CMEpTH
BCJIEICTBUE MOTUMOP(HHOH JKEMYTOUYKOBOH TaXUKAPIIUH, U
pETHCTpaHIo CEIU(PHUIECKOro AEKTpoKapauorpaduyec-
KOro natTepHa. BriepBbie qaHHbIH CHHAPOM OBLIT ONMUCAH Yy
TpeXJIeTHEH MONbCKOH JIEBOYKH, UMEBIIEH YaCThIE SMTH30/IbI
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TIOTEPH CO3HAHUS W BIIOCIEACTBHU BHE3AITHO MOTHOIIEH,
HECMOTpSI Ha aKTHUBHYIO aHTHAPUTMHYECKYIO TEpAIHI0 U
MMIDTaHTAIHIo KapauoctuMyssitopa. B 1992 . 6parsbst P. u J.
Brugada onyonukoBanu HaOmoneHue 3a 8 manueHTaMu (6
MY>KYHH H 2 KEHIIWHBI), UMEBILIMMH B aHAMHE3€ CUHKOTAITb-
HBI€ COCTOSIHUS U ATIU30/IbI KITMHUYECKOH cMepTH [16].

nuaeMuoIorus

B Hacrositiee BpeMs TpyIHO YCTaHOBUTH PEaIbHYIO pac-
MIPOCTPaHEHHOCTh CUHApoMa bpyrazia U OLEHUTD MOITyJIs-
LMOHHYIO 4acToTy. TOUHOM OlIEHKE MPETSTCTBYIOT HECKOJb-
KO TIPUYMH: BO-TIEPBBIX, B CBSI3U C HEAABHUM OITMCAHHEM
CHHJIpOMa JIMIIIb HEMHOTHUE CTIEIIHAJIUCTBI XOPOILIO 3HAIOT €ro
KJIMHIYECKHE MPOSIBIICHHUS, BO-BTOPBIX, HAJIMYHNE HHTEPMHT-
TUPYIOLIHUX U CKPHITHIX (POPM 3aTPYyIHSAET JHAarHOCTHKY 3TO-
ro 3abonesanus [2, 3, 9, 15, 16]. ITockonsky OKI muHamudHa
1 4acTo JIATEHTHA, JIOCTATOYHO CJIOXHO OILIEHHUTH JIOCTOBEP-
HOCTB Jionu cuHapoma bpyrana B o0meit momyssinmu. J{an-
HBIE UCCIIEA0BaHMI TOBOPSIT, 4TO CHHIAPOM bpyrazaa Bcrpe-
YaeTcsi BO BCEM MUpE.

Cumraercsi, 4To y My)X4HH cuHapoM bpyrazna Bcrpeua-
ercs B 8-10 pa3 vamie, uem y xxeruyH [8, 10]. Cxoxue ¢ Ch
ANIEKTpOKaparorpaduyueckiue N3MEHEHH s ONIMCAHBI TIPH CHH-
JIpoMe BHe3amHO#l HeoObsicHMMOW cMmeptu (sudden
unexplained death syndrome), koTopblii perucrpupyercs
MIPEMMYIIECTBEHHO Y BBIX0/LEB U3 cTpaH FOro-Bocrounoit
Azun. CymecTByeT naxe MHeHHe, 4To 10 50% ciyuaes BC
cpe/u MarueHToB 0e3 OpraHMYecKuX IopakeHn cepaa B
9TOM pErHOHE MOXKET OBITh BBI3BAaHO CUHIpOMOM bpyrana
[9,14].

[pu conocTapieHN CTAaTUCTUYECKHX JAHHBIX, HAKOILICH-
HbIMU B cTpaHax fOro-Boctounoit Asuu u JlansHero Bocro-
Ka, OBUIO OTMEUEHO, YTO B JIaHHOM PETMOHE 3HAUYUTENHHO
pacnpocTpaHeHbl Clydad BHE3alHON HOYHOW CMEpPTH B
MoJjiozioM Bozpacte (B rof oT 4 10 10 ciaygaes Ha 10 000
skuTenel, B Tom uncie B Jlaoce — 1 cimydait va 10 000 xuTte-
neii; B Tannanne — 26-38 va 100 000). B aTux crpanax s
0003Ha4YeHNs JIIONIeH, YMEPIINX BHE3AITHO BO CHE, 1aXkKe Cy-
LIECTBYIOT CIIelMaIbHBIE Ha3BaHus — bangungut Ha Oumn-
MHHAX, YTO B IEPEBO/IC O3HAYAET HOUHBIE KOIMaphl; pokkuri
B SInonwun, lai-tai («BroBuii npuspax») B Taunanne. B Taii-
JIaHJIE JlaKe CYIIECTBYET MECTHAsI JIETeH 1A, TI0 KOTOPOH «BJIO-
BUH MpU3paK» 3a0MpaeT My>KYHH MO TOKPOBOM HOYH, H TE,
B IIEJISIX 3aIUTHI, YKJIA/IBIBASICh CIIATh, TIEPEO/ICBAIOTCS B KEH-
ckue onexapl [5]. Tarke oTMEUYeHO, UTO 3a00JIeBaHUE HE
perucTpupyercst y adhpo-aMepHKaHIIEB; C IPYroil CTOPOHBI,
B EBporie Cb uarnie BbIsIBIIsIETCS y TIpeiCTaBUTENEH TaK Ha3bl-
BaEMOr0 «KaBKa3CKOT0» 3THHYECKOTO THMNA, K KOTOPOMY,
COINIACHO MEXIYHAPOAHBIM I'PaJallisiM, OTHOCSATCS U BbI-
xoup! 13 ctpad Boctounoit EBporsl [2, 5,9, 10, 14]. B uccre-
nosanuu J[.B. {ymsikoBa u coaropoB (2007) ObLia H3yucHa
pacrpocTpaHeHHOCTh cuHIpoMa bpyraaa npu npoBeneHun
OKI' B ycnoBusax MCY kpynHOro MpOMBIIIJICHHOTO Mpe.-
npustyus. [IpusHaku cuHapoMa Bpyrana ObLir 0OHapyKe-
ubl Ha 20 OKTI n342 779 (0,047%), 3aperucTpupOBaHHbBIX B
TEUYEHHE To/Ia y MAIlMEeHTOB B Bo3pacte 22-68 neT. [Ipu aTom
tun 1 cunapoma bpyrazia ObuT OTMEUEH TONBKO y 4 malieH-
TOB, TOT/Ia KaK OCTAJIbHBIE UMEINH THII 2 CHHAPOMa. MyKuu-
HBbI cocTaBuin 90% NanyeHTos.

Knaccudpuxanus

OOmenpunsATOi Kiaccudukanmu cuaapoma bpyrana B
Hacrosiiiee Bpemst HeT. [IpearnpuHsThI o KpaiitHeil Mepe He-
CKOJIBKO TOTIBITOK KiTacCH(UKAIWMiA 3TOro cCHHApoMa [2, 6, 7,
9, 10, 17], B OCHOBY KOTOPBIX MOJIOKEHBI Pa3IUIHbIE TIPUH-
LIMTIBL.

Beinenstorcs crneyromye KITMHAKO-3IeKTPOKapAnorpa-
¢uueckue popmsl cuaapoma bpyrana [9]:
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1. ITomHas popma (TUITHYHAS AIEKTpOKapArOrpaduec-
Kasl KapTUHA C CUHKOIIE, IPECUHKOIIE, CITydasiMH KITMHUYEC-
KOU MJIM BHE3AITHOW CMEPTH BCIIEICTBHE OTMMOP(HOH ske-
JIYIOYKOBOM TaXUKapIUH).

2. Knunnueckuie BApUaHThIL:

« TUIIMYHAS 3JEeKTpoKapauorpaduieckas KapTHHA Y
ACUMIITOMATHUYHBIX OOJILHBIX 0€3 CeMEWHON UCTOPHUU BHE-
3amHON cMepTH Wiu cunapoma bpyrana;

« TUIIMYHAS 3JEeKTpoKapauorpaduieckas KapTHHA Y
aCHMITTOMATUYHBIX OOJIbHBIX, WICHOB CeMei OOJBHBIX C MOJI-
HOH opmoii crHApOMa;

« THIIMYHAS 3JIEKTpoKapauorpaduieckas KapTUHa Moc-
Jie ipoBeJieHusl (hapMaKOIOTHYECKUX TECTOB Y aCHMIITOMa-
TUYHBIX 00CIICAYEMBbIX, YWICHOB CeMel OOJBHBIX C IMOIHOMN
(dopMmoii cuHapOoMa;

« THIMYHAS 3JIEKTpoKapauorpaduieckas KapTUHa Moc-
nie poBenieHus (hapMaKoIOTHUECKHX TECTOB Y OONBHBIX C
MTOBTOPHBIMH CUHKOIIE HJIM HIUONATHIECKON (HUOPIIIISIIN-
el mpeacepauii.

3. DnekTpokapauorpaduIecKiue BAPHAHTHI:

« TUITUYHAS! DJIEKTPOKapArorpaudecKkas KapTHHA C sB-
HOU OJ10Ka101 TpaBoii HOXKKH TTy4ka [ 'mca, aneBarnumeii cer-
MenTta ST u ynnunenuem PR-unTepBana;

« THITMYHAS 2JIEKTPOKapAnorpaduueckas KapTHHa ¢ dJie-
Barue cermenta ST, HO Oe3 ymuHeHus PR-uHTepBaia u
OJ10Ka /16l IPaBOI HOXKKM ITydka [ Hca;

« HEMoJTHast 0JI0Ka/1a MPaBoi HOXKKY Iydka ['uca ¢ yme-
peHHo¥ sieBanueii cermenTa ST;

« N30JIMPOBaHHOE yINIMHEHNE nHTepBana PR.

Haubomnee ynoOHOM B MPaKTHYECKOM HCIIOTH30BAHHUU
KJIMHUIIMUCTAMHU SIBIICTCS CISIyromas Kinaccuukanuys[2].

1. Tlo KIIMHUYECKUM MPOSIBIICHUSIM

- CUMIITOMHBIH (CHHKOMAJIBHBIN) — HATMYUE CHHKOTIATb-
HBIX IpucTynoB wiu BC B anaMHe3e;

- OeccUMITTOMHBIH (0eCCUHKONANBHBIN ) — HaJIMYHE TOJb-
KO JIEKTpOKapAnorpaduuecKrx Mpu3HaKoB cuuapoma bpy-
rajia 6e3 ero KIMHMYCCKUX TPOSBIICHU (MOXKeT TpaHchop-
MHUPOBATHCS B CHMIITOMHBIH ).

2. Ilo namuuto nzmenenuniit OKI':

- KJIacCHYeCKuii (SIBHBIN) — Mpu3HaKu cuHIpoma Ha DK
MIPUCYTCTBYIOT TIOCTOSIHHO;

- HHTCPMUTTUPYIOUIHHA — DIICKTPOKapIrorpaduueckue
MIPOSIBIICHUS IEPUOANYECKH MOSBISIFOTCS U MICYE3al0T CIIOH-
TaHHO;

- CKpBITHIN — TUNINYHBIE U13MeHeHus Ha DKI" Bo3HUKaIOT
TOJBKO IOCIIE MEIUKAMEHTO3HON WU APYTON CTUMYIIALIUH.

I'eneTnka

Cungpom Bpyraga Hacnemyercs Mo ayToCOMHO-IOMHU-
HaHTHOMY THITY. [eH SCNSA, Koaupyromuii o.-CyobeInHI-
Iy HATPHEBOI0 KaHalla, sIBNsIeTCS B HACTOSIIee BpeMs €1H-
CTBEHHBIM T€HOM, MyTaIlui B KOTOPOM IIPUBOIAT K pa3BH-
THto cuHapoma bpyrana [2, 5, 6, 9, 19].

B 2002 roxy BTOpOii 1okyc ai1st curapoma bpyrana o611
Ha¥ineH Ha 3 xpoMocoMe. OTBETCTBEHHBIH TeH HICHTH(OUII-
poBaH He ObUI. boiee TOro, MOXKET CyIIECTBOBATh TE€TEPO-
TeHHOCTb JIOKYCa, HO B3aUMOCBSI3b HCCIEIOBAaHUNA OCIIOXK-
HAETCS TIO CIIeYOITUM MpruurHaMm [2]:

1. Cunapom bpyrana sBisercsi IpUYUHON BHE3AIMHOM
CMEPTH Yy JIUI] MOJIOZOTO BO3pacTa, KOTOpbIE HE BCEra MO-
TYT YCIIETh OCTaBUTh MOTOMCTBO, OTpPAaHHMUYEHHBIA pa3zMep
CEMBH U, COOTBETCTBEHHO, OT PAHUUEHHAS BO3MOYKHOCTB IS
KOMIIOHOBKH HCCIEI0BaHUH.

2. IIpuMeHeHre HHCTPYMEHTATbHOM KITMHUYECKOH Juar-
HOCTHUKH OTPaHHUYEHO H3-3a HE BCETla BO3MOXHOM HJICHTH-
(bUKaIMH TIOPaYKEHHBIX HHIAUBHIIOB.

3. CnencrBueM psana myramuid B rene SCNSA siBisiercst
noxbeM ST cerMeHTa B IpyIHBIX OTBEJICHUAX U IPYTUX U3Me-
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HeHusix Ha OKI, Takue Kak HapyIleHHe IPOBOIUMOCTH BECh-
Ma pacIlpoCTpPaHEHbI B OOIIEH NOMyIISIHH.

MornekyasipHO-TeHETHUECKOe UCCIIeJOBaHUE TTOATBEPIK-
JTaeT KITMHUYIECKUH THarHo3.

Myramuu B ree SCNSA 00HapyXKHBarOTCS PHOTH3H-
TenbHO y 20-25% uHIuBUIOB ¢ cuHapoMoM bpyrana. Myta-
LIUH B 3TOM I'€HE TAKKEe MOTYT IPUBOIUTH K CHHIIPOMY YIUTH-
nenHoro nHTepBana QT (LQT 3) u HapymeHnsIM ceprieqHon
npoBoxuMocTu. CoBceM HelaBHO Y. AHTKeNeBUY 1 COaBTO-
PBI OTKPBUIM 2 HOBBIX T€Ha, BBHI3BIBAIOIINX 3JIEBAIIHIO CeT-
MeHTa ST u ykopoueHue untepBasia QT, yTo NMpUBOAUT K
xomOuHaiu Chb ¢ cuHapomom koporkoro uatepeaia QT
[19].

BiaumocBs3b Mmexy renHoM SCNSA u cuanpomom bpy-
rana Osiia ooHapykeHa B 1998 romy. I'en SCNSA koaupyet
0-CyObEIMHHILYy HATPUEBOTO KaHajla B CepJIlie, OTBETCTBEH-
Horo 3a 0 a3y cepieyHOro NoTeHIMaNa acicTeus. Vnentu-
¢uxanust B reHe SCNSA npHUYMHHBIX 1715 3a00JIEBaHUS MY-
TaIMi ¥ CHIKeHHE paboTOCTIOCOOHOCTH ITOTOKA HATPHS 03-
Ha4aeT, YTO CABUT MOHHOTO OajlaHca B CTOPOHY KpPaTKOBpe-
MEHHOTO MObeMa HapyXKHOH KOHIEHTpalUu HaTpus BO
BpeMsi epBOi (a3bl OTEHIHaa JACHCTBYS, UTO SIBISIETCS
KOHEYHOM MpryuHOM 3a0oneBanus [10, 19].

IlenerpanTHOCTh NpH cUHApoOME bpyrama cocraBiser
30%. [TpubnmzurensHO y 30% MHIMBUIOB ¢ CHHIPOMOM bpy-
rajga uMmeerca myTtanus B SCNSA rese u Auarnoctuueckast
OKT. Mcnonb3oBaHue OJI0KATOPOB HATPUEBBIX KAHAJIOB JISI
UICHTU(QHUKAIIMY IOPAYKEHHBIX JIIOJIEH YBEJIMYMBAET ITEHET-
pantHOCTB 710 80% [18].

IIatorene3

HounpiM MexaHu3MoM cuHApoMma bpyrana npu myra-
uuu SCNSA sBnsieTcsl yMEHbIIIEHHE KOTMYeCTBa UITH YCKO-
PpEHHAast MTHAKTHBALIMSI HATPHEBBIX KaHAJIOB B KJIETKAX SITHKap-
Jla IPaBOTO KEJTYA0UKa, YTO IIPUBOAUT K yMEHBLICHHIO TIJIOT-
HOCTH [TOTOKA HATPHS ¥ IPEXKIEBPEMEHHON PEMOsipU3aliin
snmkapaa [2, 7, 10]. Kpome Toro, mpu 3T0M cUHApPOME OBLIO
00HapyKeHO MepeMelIeHHe HATPUEBBIX KAHAIIOB C TOBEPX-
HOCTH KJIETOK B 9HJIOIIa3MaTHYECKUI PETUKYITYM, 4TO TaK-
Ke HapymaeT ux (QyHKIH0. Ha HEKOTOPBIX y4acTKax SIH-
KapZa BeplIMHa OTeHINala qeiCTBUS MaaaeT, B TO BpeMs
KaK B DHJIOKap/ie ero BEIMYNHA OCTAETCsl HOPMaJIbHOM, 4TO
CO3/1aeT AUCTIEPCHIO PENOSIPH3ALIMK CTEHKH XKETyouKa. ITO
MPUBOJUT K TPAHCMYPaJIbHOMY T'PAJUEHTY HAIPSDKEHHS,
koTopbIi mposiBisiercss Ha DKI' mogpemoM cermenta ST.
BeposiTHO, BCII€ICTBIE YKa3aHHBIX BBIIIIE TIPOIIECCOB 00pa-
3yeTcsl «YI3BHUMOE OKHO», BO BpeMsI KOTOPOTO MOXET BO3-
HUKHYTb MEXaHU3M re-entry, 3amyckatouii KT u @XK. Ta-
KM 00pa3oM, MyTanusl B T€HE MPHUBOIUT K 1oTepe (yHK-
LIMH KaHAJIOB, YTO CO37Ia€T TeTePOreHHOCTh pepaKkTePHBIX
TIEPHOIOB — MICANIBHBIN CyOCTpAT JUIsl MEXaHU3Ma re-entry u
HKEITYIOYKOBBIX apuT™Muii [2,15].

Ipu 3anucu SKI" HenocpeACTBEHHO OT AMHU- U YHJI0Kap-
Jla IPaBOTO JKeTyno4Ka y OONBHBIX ¢ cCHHIpoMoM bpyrana c
Tak Ha3blBaeMbIM coved type mogabemoMm cermenta ST or
snmkapza 6sut noyueH [1J1 B popme spike-and-dome («rmmmm
U Kyron»), a [1J] ot sHmokapaa He OTIIMYAICs OT MOTyIEeHHO-
TO B KOHTPOJIE, YTO CITY)KWJIO ITPOSIBIICHUEM TPaHCMYpaib-
HOTO TpajaueHTa Hanpsbkenust. Kondurypamust «mmm u xy-
TIOJD) TaKKe MOXKeT yHsTh [1]] annkapaa u crocodcTBo-
BaTh OBICTPOM pEBEPCHH TPAHCMYPaIbHBIX TPaIMEHTOB, YTO
npuBoauT K 3anucy Ha DKI" naBeptupoBannoro 3youa T [2].

OpHako 1ajexo He Bcerna CHHApoM bpyrana conpoBox-
JTaeTCs BBISIBIICHUEM ITPY TeHETHUECKOM aHaJIM3€ MyTalluH B
SCNSA. Tlo 1aHHBIM HEKOTOPBIX UCCIIENOBaTENeH, STOT TeH
obycnmosnuBaet ot 10% mo 20% ciyuaeB 3abonepanus. B
CBSI3U C 3THM IIPEIIOaraercsi, YTo CHHAPOM bpyrana mMo-
KET OBITh BBI3BAH U JPYTUMU MYTALHSIMH, KOTOPBIE eIlle He
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uaeHTrUIpoBaHsI [ 19].

[pexamnonaraercs, 4T0, HOMUMO FeHETUYECKHUX HapYIIe-
HUH, BaXKHYIO ponb B pazsutud nonuMopduoit KT n ®XK
npu cunapome bpyraja urpaer akTHBHOCTH aBTOHOMHOM
HEpBHO cuCTeMbI. B rccrenoBanny ObUIN MOTYYEeHBI 1aH-
HBIE, JOKa3bIBAIOLINE CTUMY/IUPYIOIIEe BIHUsSHHUE Baryca Ha
paszsutre XK [2]. B aTOM HccnenoBaHuu y 6 maleHToB Ha
¢one cunapoma bpyrama smuzomsr XK uMenn MecTo BO
BpeMsi CHA, OTAbIXa WJIM MOYEHCITYCKaHuUs, T.€. B MOMEHTBI
3aMeIUIEHHs] CHHYCOBOTO PUTMa M BO3PAacTaHUsl 3HAYCHHS
HF (BBICOKOYACTOTHO# COCTABIISIOIICH CIIEKTPa PUTMOTPaM-
MBbI) ¥ HE BO3HHUKAJIH BO BpeMs (u3nueckor Harpy3ku. Ha
OKI mpusnaku cunapoma bpyrazia nosBisuinch nocie BBe-
JIeHUsI TTPOIIPAHOIIONa, TUIIEPBEHTWIISALNY H, HA000POT, HC-
Yye3aJt 1ocje pu3n4ecKoi Harpy3Ku u MHQY3UH U301poTe-
peHona. Takum 00pa3oM, ObLIO MMOKAa3aHO, YTO AKTUBAIUSL
MapacuMIaTHYEeCKOMN HIH TOPMOKEHUE CUMITaTHIECKOH He-
PBHOIA CHCTEMBI UTPAET POJIb B ApUTMOTeHE3€ IPU CHH/IPO-
Me bpyraga. O6 3TOM jxe CBHIETENLCTBYET yBEIUYEHHE
noxgbeMa cermeHTa ST Tpy BBeZIEHHN XOMTMHOMUMETHKOB.

Kpowme Toro, B matorenese cunapoma bpyrania, Bo3Mox-
HO, HTPAET POoJib TUcOaTIaHC MEXIY O- U [3-apeHepruyiec-
KoM ctuMyssitiued. Tak, Mpu BBE/IEHUH MallieHTaM ol-ape-
HOMUMETHKOB WITH [3-apeHO0I0KaTOpOB HAOIIOAAIOCH YBe-
nryeHue noabema cermenrta ST, a pu BBeJGHUU C-ajpe-
HOOJIOKATOPOB U [3-aIpCHOMUMETHKOB — €T0 YMEHBIIICHHE.

Takum 00pazom, HEOOXOIMMO HCCIEIOBAaHHE Mpe- U
MOCT-CHHANTHYECKON (DYHKIMK CHUMIATHYECKOrO M IMapa-
CHMITaTUYECKOTO OT/ICJIOB BET€TaTHBHON HEPBHOW CHCTEMBI
JUISl pellieHus BOIPOCa, SBJISIETCS JIM 9TO MEPBUYHON CUM-
naTuuecKor IUCYHKINEH WIu nucOaaHcoM MEXIY 3TH-
MU JIByMsI OT/IEJIAMH.

Kiuauka

WHorna nepBbIM ¥ ITOCIEIHUM MTPOSIBIICHHEM CHHIIPOMa
Bpyrana siBnsercs BHe3amHas cMepTh. OnHako okono 80%
OOJIbHBIX, MEPEHECIINX BHE3AIHYI0 CMEPTh, B aHAMHe3e
MMEIH JI0 3TOTO CHHKONAaJIbHBIE cOCTOsTHUS. OOMOPOKH MOT -
7111 OBITh KaK JIETKUMH, T.€. COIPOBOKIATHCS CIIa00CThO, On1e-
HOCTEI0, 1epebosiMu B paboTe cep/la, cepAleOHeHHsIMU 1
Jlaxe ObITh Oe3 MoTepH CO3HAaHUS, TaK U TSHKEIIBIMH, KOTr/a,
KpOME BCETO0 MePeuUCICHHOr0, BOZHUKAIIU Cyoporu [2].

Yare Bcero KJIMHMYECKas KapTHHA NpU cuHpoMe bpy-
rajga OOBSICHAETCS JKEIYIOYKOBBIMU HAPYIICHUSIMA pUTMa
cep/la — KeIyI04KOBOU Taxukapauen mim Guopriisinuen
HKEITYIOYKOB [ 6], HO MHOTIa MOYKET OBITH CBSI3aHA C HA/IKEITY-
JIOYKOBBIMHU TaXHUAPUTMUSIMH (B YaCTHOCTH, C (PUOPHILIISLIN-
e npencepanii) [2].

BeIpakeHHOCTB KIMHUYECKUX TIPOSIBIICHUI 3aBUCHUT OT
CTETIeHH ITOBPEXICHHSI HATPUEBBIX KAHAJIOB, YTO UMEET Me-
cto ipu cuHapome bpyrana. Tak, npu noBpexaeHny dosee
25% HaTpUEeBbIX KAHAJIOB 3HAYUTETHFHO YBETHYHBACTCS PUCK
BHE3AITHON CMEPTH, B TO BPEMsI KaK IPH ITOBPEKICHUH Me-
Hee 25% HaTpUeBbIX KaHAJIOB HAapyIIEHNs] pUuTMa HaOmona-
F0TCS TOJBKO TIOCTIE BBENICHUSI OJIOKaTOPOB HATPUEBBIX KaHa-
0B [8].

DIU30/1bI KETYNOYKOBBIX apUTMHH Yallle BOSHUKAIOT y
B3POCIIBIX MY)KUUH (CpeqHUi Bo3pacT 38 j1eT), OMHAKO MOTYT
HaOmonarecst u 'y nereit (ormucansl KT u @XK y pebenka B
Bo3pacre 6 Mec) 1 noKIbIx Jmi (73,5 rona). KT n @K, kak
MPaBHIIO, BO3HHUKAIOT BO BPEMsI OT/IbIXA MJIH CHA, TIpH Opajin-
KapMH, OJHAKO MOTYT BBI3bIBATHCS (PU3NUECKON HArpy3KOH
(o 15% ciryuaes). VIHOT1a MPUCTYIIBI KETYIOYKOBBIX apUT-
Muii mpu cuaapome bpyraia MoryT mpoBonMpoBaThHCS IPH-
€MOM aJIKOTOJIsl ¥ JTMXOpaaKoii [2].

B 93,3% ciyuyaeB npuctynsl npu cuHAapoMe bpyrana
BO3HHKAIOT B BeuepHee U HouHoe Bpems (¢ 18 1o 06 yacon),
IIpUYeM Yalie Bo BTOpOM monoBuHe HouH [8, 9]. OTo0, He-
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COMHEHHO, TIOATBEPIAET POJIb YCHIIEHUS BaTyCHBIX BJIMS-
HU B BOSHUKHOBCHUH (DHOPHILIAIIAH JKSITYTOUKOB MPH CHH-
npome bpyrana. JlaHHbIN HMPKaIHBIN TATTEPH CBUICTEb-
CTBYET TaK)X€ O Pa3JIMUUAX B MaTOreHe3e BOSHUKHOBEHUS
(haTaIbHBIX APUTMHIH Y MAITUEHTOB C CHHAPOMOM bpyrana u
UIIEMHYECKOH O0NIE3HBIO cep/Ilia, Korja OCHOBHOM IIUPKa/l-
HBIM MUK BHE3AITHOW CMEPTH MPUXOJUTCS HA paHHUE YTPEH-
HUE YacChl.

Juarnocruka

OCHOBHBIM MeTOZIOM inarHocTuku Cb siBisiercst aneKT-
pokapauorpadus. O6napyxenue npusHaxkos BITHIIT (mo-
KeT OBITh HETIOJIHOH) 1 oibeM cerMeHTa ST B oTBeNeHMX
V, =V, IIpx COOTBETCTBYIOIIEH KIMHAIECKOH KAPTHHE CITy-
JKUT MOATBEPKICHHEM JTarHo3a cuaapoma bpyrazga. B atux
K€ OTBEACHHUSIX MOXKET OTMEUaThCsl TAK)Ke MHBEPCHUS 3yOLia
T. Xapakrepubie n3menenust Ha DKI' uMerorcst moCTOSHHO
WIN TOSIBIISIIOTCSL IEPHOJMYECKH, BO3MOXKHO, 10 M TOCIe
SMU30/I0B APUTMHH, YTO MOYKHO 3apETHCTPUPOBATH IIPH XOJ1-
TepoBckoM MoHuTOoprpoBanuu DKI' [2, 10]. ITpu xontepos-
CKOM MOHUTOPHPOBAHUH MOKET OTMEYAThCS BBICOKHH IHP-
kaubIi uHACKC (L[ — oTHOIIIEHHE CpeHeH THEBHOU K Cpei-
ueit Hounoit YCC) — 6onee 1,45 (HopMma ot 1,24 1o 1,44) [2].

W3zBectHbl na Tma noxgbema cermenta ST mpu cuHIpo-
Me Bpyrana: ceomuaras (A) u cemioBunnas (B) (puc. 1) [2, 3].
CennoBuHas opMa rmozpas iesisieTcs elie Ha ABa BapuaHTa
B 3aBUCUMOCTH OT BEJIMYMHBI cMeleHus mogbema ST.
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Pucynok 1 — Inekmpokapouocpamma npu cunopome bpyzaoa

OOHapy)keHa B3aUMOCBSI3b MEXK/Ty THIIOM TIOIbeMa Cer-
MeHTa ST ¥ BO3SHUKHOBEHHEM JKEITYJOUKOBBIX HapyIIEHUH
putMa. Tak, CBOIYATHIN TOBEM JOCTOBEPHO IIpeodiagaeT
y MAI[MEHTOB C CHMIITOMHBIMHU (hopmamu cuHApoma bpyra-
Jla, y KOTOPBIX B aHaMHe3e ecTh ykazaHust Ha OXK mnu cuako-
MaJbHbIE IPUCTYIIBI, KPOME TOTO, Y TUX MAIlMeHTOB 3HAUH-
TenbHO vanie Habmonaercst BC B cpaBHEHUH C JHLIAMH, Y
KOTOPBIX ITpeo0iIaaeT CeUIOBUAHBIN TobeM cermenTa ST
U yale oTMevaeTcs OeCCUMITOMHBIM BapUaHT CHHIpOMaA
Bpyrana[2].

Onnaxo xapakrep u3MeHeHnuit Ha ctanaapraoit KT sB-
JIie€TCS HEMOCTOSIHHBIM, YeM CO3/[aeT 3HAYUTENIbHBIE TPYI-
HOCTH /TS TUarHoCcTHKU. [ToaToMy HE0OX0IMMO HcKaTh 60-
Jiee HaJeKHbIE M JJOCTOBEPHBIE METO/bI ISl BEpUPHUKALIIH
JTAaHHOTO AUArHOo3a.

Taxoke y nareHToB ¢ Cb, o HaGIrF0AEHUSIM HEKOTOPBIX
KJIMHUIIMCTOB [9], HEpENKO pEerucTpUpyeTCs ATICUIIOH-BOJIHA
— eW, xapakrepu3yonias 3aMeAJICHHYIO IETOIPU3aLUIo B
00J1acTH BHIBOIHOTO TPaKTa MPaBOro JKeIynodka. J{aHHbIH
MIPU3HAK TPECTaBISIET COO0H «OONBIIOI» JHArHOCTHYEC-
KU KpUTEpHUH APYroro 3a00ieBaHusl, COMPSHIKEHHOTO C BbI-
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COKHUM PHCKOM BHE3aITHOM CMEpTH, — ApUTMOTE€HHOM JucH-
JIa3uM MPpaBoro xenynouka. OHaKo, yYUTHIBas €MHBIN HC-
TOYHUK BO3HUKHOBEHHS ApUTMHUH ITPY 000MX 3a00JIeBaHHSX
— BBIBOJHOM TPaKT MPaBOro JKeNyrodKa, ero MOKHO OTHEC-
TU U K AuarHoctruuecku 3Ha9uMbIM DKT -niposinenusim Cb.
Y GONBHBIX C PUCKOM BHE3AITHON CMEPTH OOIBIIOE BHUMA-
HHUe yrensiercs yuaennro narepBaia QT kak daxropy pric-
Ka JKeNyI04YKOBbIX aputMuil. Ho psin HaOmoneHuii, mposo-
JUBIINXCA B IOCTEIHEE BpeMs, TI0Ka3ajl, 4TO MPoapuTMo-
TeHHYIO poitb Urpaet u yrkopodenue QT, HaOronaeMoe NMeH-
HO y 6onbHBIX ¢ Ch 1 nanonarmyeckoi GuOpHLIsIIeH ske-
nmynoukoB. 1. Gussak mpemaraer qaske TEpMHUH «CHHAPOM
YKOpOUeHHOTO HHTepBana QT».

Nmerorcs nannele, 4to y Beex 60nbHBIX ¢ Cb oTMedeHbl
3nauenus narepsana QT menee 50 mpoueHTHIIM, 8 y HANOO-
JIee TSDKEIBIX OOJBHBIX — MeHee 5. DTH U3MEHEHHS MOTYT
OBITH CBSI3aHBI C 0OCOOCHHOCTSIMH 3JICKTPOGU3NOTIOT U Kap-
nuomuonura npu Cb — 3HaYMTENBbHBIM yKOpOUeHHEM 2-i
(ha3bl oTeHnMana AeHCTBHS B SMUKApPE TPABOTo JKeITyI04-
Ka (pu ymyimHeHnn nHTepBaia QT 3anelicTBOBaH MPOTHBO-
TIOJIOXKHBIH 3JICKTPO(QU3UOIOrIeCKU il Mexa Hi3M ). O4eBuUI-
HO, aCHHXPOHH3M PENOJISIPU3AIMHN JIFO00H MTPUPOJIBI TOBHI-
[1aeT apUTMOT €HHYIO TOTOBHOCTh MUOKapaa[ 10, 13].

Jna nuarsoctuku cuaapoma bpyrana npeniaraercs tak-
K€ UCTIONb30BaTh BBICOKHUE TIPaBbIe IPYIHbIE OTBECHUS, 3a-
PETHCTPUPOBAaHHBIE HA OAWH WM JIBA MEXPEOEPHBIX IPO-
ME)KYTKa BBIIIE CTaHIapTHBIX. [Ipy nccneioBaHny naryeH-
TOB, peaHUMHpPOBaHHBIX nocine BC HesicHol 3THONMOrNM, 1 UX
POICTBEHHUKOB, MPU3HAKU cUHIpoMa bpyrasna Ha ctanmapt-
Hoit DKI' ObuH 3apeructpupoBansl y 69,2% mnanueHToB u
3,4% ux poncTBeHHUKOB. IIpu HcHoONb30BaHUN YKa3aHHBIX
BBIIIIE JIOTIOJTHUTENBHBIX OTBEJCHHH 3TH U(PHI CYIIECTBEH-
HO Bo3pacTaiu (10 92,3 u 10,2%, cCooTBETCTBEHHO) [2].

Taxoke B kadecTBe AMarHOCTHKY CUHIpoMa bpyrama Mox-
HO NpUMeHsTh MeTo peructpanuu OKI (cTaHAapTHBIX OT-
BE/ICHUI W BBICOKUX IMPaBbIX TPYIHBIX) Ha (hOHE BBEACHHUS
0JI0KaTOPOB HATPUEBBIX KAHAJIOB (AHTUAPUTMHYECKHX TIpe-
napatos kitacca IA uIC) [2, 10, 15]. 3neck npencrapieH odu-
LIUAJIBHBIA MPOTOKOJ BBIMTOJIHEHUS (papMaKoIornieckon
po0Ob! (IPOBOJUTCS B/BEHHOE BBEIEHHE OIHOTO U3 Mpera-
paroB):

1. A¥iManuH 1 MI/KT, B TEYCHUE 5 MUHYT.

2. Tpoxamnamuy 10 mr/xr, B reuenne 10 MUHYT.

3. @nexaunnnz 2 Mr/kr, B Tedenue 10 MUHYT.

Tak, B OMCaHHOM BBIIIIE UCCIIEOBAHUY TOCIIE BBEIE-
HUS IPOKanHaMuia yactora ooHapyxxenust BITHIIT B coue-
TaHuu ¢ mogbemoM cermenTa ST Ha ctangaptHoi OKI co-
crasuna 70% cpeau 60bHBIX 1 14,6% cpe/in UX POIACTBEHHHU-
KOB, a IPH UCTIONThb30BaHMH BBICOKHX IPYIHBIX oTBeieHHi DK
MIpU3HAKU cuHApoMa bpyraaa peructpupoBaics ele yamie
—90,0 1 47,9%, coorBercTBeHHO [2,10].

Tak kaxk mpoBeJeHUE BBIIMICOMUCAHHBIX MPO0 YpeBaTO
OITACHOCTBIO PA3BUTHSI JKETYIOYKOBON TaXHAPUTMHU (pHC.
2), BIUIOTH J0 (PUOPUILISIK, TO BBITIOJIHSTH UX MOYKHO TOJIb-
KO B YCJIOBHSAX IMOJIHON FOTOBHOCTH K OKa3aHHIO HEOTIIOXK-
Ho¥ oMoy Ho, HecMoTpst Ha 3T0, POOKI SBJIAIOTCS HAU-
Oonee qocToBEepHBIM MeTo0oM onpenenenus Ch.

J1s nuarHocTuku cuHpoMa bpyrana takxke MOXHO Hc-
TIOJIb30BaTh METOJl MHBa3HUBHOT'O 3JEKTPO(HU3NOTOTHIECKO-
ro uccaenosanus (OPU). OqHako JaHHBIN METOA HE SIBIIAET-
Csl ONITHUMANIBHBIM, T.K. IIPU €r0 IPOBEICHUH Y OONBHBIX C
cuHIpoMoM bpyrana yacto HHAYIMPYIOTCS JKEITYI0YKOBBIE
aputMu. Jlo 1992 rona Hepeaxo ONMCHIBaIKNCh CIydau Ha-
OO HHST MOJIONBIX OONBHBIX C THITIYHBIM DK -niarrepHOM
cuHipoMoM bpyrana, CHHKOMaIbHBIMU COCTOSIHUSIME 1 HOP-
MaJbHBIMH nTokazarensimu DDU. B nanbHeliem takue 601b-
HBIE, OCTAaBIICHHbIE O€3 JICUEHNs], BHE3AITHO TOTN0aJIH.
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Pucynok 2 — J/lemackuposanue nposasienuil cunopoma
bpyzaoa nocne 66edenusn Hosokaunamuoa

B T0 ke Bpemst uMeroTcst HaOJTIoeH s, CBUIETENBCTBYIO-
e 0 HopManu3auuu cerMenTa ST npu Ha3HAYeHUH Malu-
€HTaM C CHHPOMOM bpyraja aHTHapUTMHYECKHX ITpernapa-
ToB Kiacca [A. Kpome Toro, onrcaHo mposiBIeHHe CKPBITO-
ro curapoma bpyrana Ha poHe npriemMa aHTHAPUTMUYECKUX
nipernapatoB kiacca [C mpu oTcyTcTBHM TOOOHOTO IEUCTBHS
npenapatos kiacca IA [2, 9].

OOHapy)KeHUIO CKpHITOro cUHApoMa bpyraga moxer
CHOCOOCTBOBAaTh MPHEM HEKOTOPHIX JPYTHX IPeraparos,
HanpuMmep, TUMEHTHIpHHATa. BBeeHne o-aipeHOMUMETH-
KOB, [-aapeHo0oKaTopoB U M-XOIMHOMHUMETHKOB 4acTo
yBEJINYUBAeET moabeM cermeHTa ST y OONBHBIX C CHHIPO-
MoM bpyrana [2].

[Ipu ananm3e BapuabenbHOCTH pUTMa cepAla y 00ib-
HBIX C CHHAPOMOM bpyrazia pa3Hble aBTOpBI MOTydaliH Mpo-
TUBOPEUMBHIC JITAaHHBIC: KaK YBEJINYEHHE CUMITaTHYECKOU
akTHUBHOCTH 110ce snm3ona OXK u cHkeHre ToHyca Bary-
ca, TaK Y MOBBIIICHHUE TOHYCA MTapacUMIIaTHUECKOi HEpBHOW
cucremsl [2, 8, 9].

[Tpu npoBenenun npod ¢ GU3NUECKON HArPY3KOH y Ha-
LUEHTOB C STHM CHHAPOMOM BO3MOXXHBI HOpMaJH3alus
cermenta ST B MOMEHT Harpy3KH U MOSIBJIICHUE €0 MOABeMa
B BOCCTaHOBUTEIILHOM TIEPHO/IE.

B cBs13u ¢ HacIeCTBEHHBIM XapaKTepoM 3a00JIeBaHUS
HEoOXOMUMO THIATEeIbHOE 00CIeI0BaHNE POJCTBEHHUKOB
OOJBEHOTO TS BBISIBIICHHS CKPBITBIX 1 OECCUMITTOMHBIX (hOpM
CHHZIpOMa.
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I'eHeTHYECKIE METOIBI HCCIICIOBAHUS SIBIISIOTCS pellia-
IOIIMMU B ycTaHOBJIeHHU Tuarno3a Ch, HO TONBKO B cilydae
obHapyxenust myraiuu B rene SCNSA ( Tonbko y 20-25%
OOJIbHBIX). A TaK KaK MyTaIllH APYTUX FCHOB ITOKA HEI0CTa-
TOYHO M3YYCHBI, TCHETUUCCKHE METOIBI CITA00 BHEIPEHBI B
KJIMHIYECKYHO IPAKTHKY, BEISIBIICHHE CKPBITHIX (popM CB moka
3aTpyIHEHO.

DJIeKTpoKapaAuOrpahUIeCKUMH MPESIUKTOPAMHU HATHYHS
mytarmu SCNSA sBistores [2]:

1. bonee anmunHbIN nHTEpBan P— Q (>21 Mc).

2. bonee anmunHkI nHTepBalt H— V(>60 MC).

3. 3HauuTensHO OOoNbIIee YBETMYEHUE MTPOIOIKUTENb-
HOCTH KoMIuTekca QRS mpu BBeeHHM aHTHAPUTMUYECKUX
npenapatoB | kitacca, 4To coriacyercs ¢ npernoiaraeMbiM
HapyIIeHueM QYHKIIMU HATPUCBBIX KAHATIOB.

JudpepennmanbHas AMATHOCTHKA

Heo0xoaumo npoBoauTh audGepeHIraabHyro JHarHo-
ctuky Cb ¢ psiiom 3a00reBaHuii, KOTOpbIe MOTYT CTaTh PH-
YHHOM CXOXKHX AJIEKTPOKapIrorpaduueckux MposBICHHN:
apPUTMOICHHOM NUCIUIa3Hel MPaBoro Kelynouka, MHOKap-
JIUTaMH, KapIUOMHONATHIMH, OO0JIE3HBIO (MHUOKApPIUTOM )
UYaraca (Chagas), OIyXoJIIMHU CPETOCTCHHS.

Jlpyrue cocTosiHHsI, KOTOpbIe MOTYT COIPOBOXIAThCs
norbeMoM cerMeHTa ST B IpYTHBIX OTBEACHUSIX BKITIOYAIOT B
ce0st crenyronyie 3a0oreBanus. 3a00eBaHus, IPH KOTOPBIX
MOXET OTMEYaThCs ToABeM cerMeHTa ST B IIPaBbIX TPyIHBIX
otBeneHusx [ 18]:

- 0JTOKa Ia IPABOW WK JICBOM HOXKKH ITydKa ['uca, rurmep-
TPOQUS JIEBOTO KEIYI0UKa;

- ocTpasi WIIeMHsT MUOKapAa Wid WH(ApPKT MHOKapna
(omHAKO HET XapaKTepHOM CTaMIHOCTH Mpoliecca, OTpaxa-
rometicst B OKI);

- IIPaBOXKETYIOUKOBAsI HIIEMHS WK UH(DAPKT;

- paccianBaroascs aHeBPU3Ma aopThl;

- ocTpasi TpoMO0IMOOIHS JIETOYHOW apTepHu;

- pazimyHbIe 3a00J1eBaHUs [ICHTPAJIBHOH U BET€TaTUBHOMN
HEpPBHOH CHUCTEMBI;

- IIPY TIepeI03UPOBKE IeTEPOLUKIINUECKUX aHTHIeTIPeC-
CaHTOB;

- IIpY MBIEeYHOU qucTpodun Jromiena;

- ipu aTakcuu Ppupeiixa;

- npu neunure THaMuHa (Butamuna B1);

- [IPY TUIIEPKATBIEMHH;

- IIPY TUTIEPKAINEMUH;

- KOKaHOBOW MHTOKCUKAIIUH;

- IIpY C/AABJICHHUHU OIYXOJIbIO CPEJOCTEHUS TIPaBOXKEIY-
JoukoBoro nposozsiiero Tpakra (RVOT);

- IPaBOXKENTYIOUKOBAs JUCIUIA3Usl C apUTMUEH/Kapano-
muomnarueii (ARVD/C);

- CHHJIPOM PaHHEH peroisipr3anny )KelyI04KoB;

- Y IOYKUJIBIX MY>KYHH KaK BapUaHT HOPMBIL.

BbiaensiioT Tarxke reHeTHYeCKH pOICTBEHHbBIE 3a00IeBa-
Husl. Mytanuu B reHe SCNSA 0TBETCTBEHHBI TaKXkKe 3a Clie-
Jyrotre coctosiaust [18]:

1. Cunnpom LQT i 3 (LQT3, Romano-Ward syndrome)-
3TOT CHH/IPOM XapaKTepHu3yeTcsi MpoJoHrupoBaHHbIM QT
HHTepBaJIoM 1 aHoMalbHBIM T 3yoriom Ha OKT, a1 n3me-
HEHUSI COYETAIOTCS C TAXUAPUTMHUEH, BKITIOUAs HKEITYJOUKO-
ByI0 Taxukapauro u torsade de pointes( TdP), koropsie mo-
T'YT SIBUTHCSI IPUYMHON CHHKOIAJILHBIX COCTOSIHUI WITH Tie-
pepacti B GUOPHILISILUIO JKETYA0YKOB, SBIISIOIIUXCS PH-
YHHOW aOOPTHBHOM OCTAHOBKH cep/ia (y MaleHTa ¢ Jie-
(buOpHILISIMEH ) JIM BHE3aITHOW cMepTH. B Heckombkix co-
OOILEHUSX O CEMBSIX, TJIe HEKOTOPBIE POICTBEHHUKH UMENN
nposinenus LQTS, npyrue npossnenus cuaapoma bpyra-
Jla, BEMYIIEi OMOPHOI KOHIISIIIUEH OBLIO TO, UTO 00a 3THX
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COCTOSIHHSI OTHOCSITCS K CIIEKTPY 3a00JIeBaHIM, IMEHYEMBIX
« HATPHUEBBIC KaHAJIOIATHNY.

2. IIporpeccupytolyie mopa)xeHus MpOoBOIAIIEH crcTe-
Mmbl cepana (PCCD, Lenegre disease, isolated cardiac
conduction disease).210 3a001eBaHne MaHU(PECTUPYET 3a-
MeUICHHOW BHYTPHUMHOKAPIHATBHON IIPOBOTUMOCTBIO U B
HEKOTOPBIX CIYUasiX TPOrPECCHPYIOIIEH aTPHOBEHT PUKYIISIP-
HO¥ (AV) G110KaJ10¥ OT IEPBOI CTETIEHH J10 TONMHOM AV 0110-
Ka/Ipl.

Jleuenne

Jlo HacTosIero BpeMeHH MeJINKaMEHTO3Hasl Tepamnus
nipu cuHapome bpyrazia He HanuIa MUPOKOTO IIPUMEHEHHS
B CBSI3H C OTCYTCTBUEM TPENApaTOB, TOCTOBEPHO CHIDKAO-
IIMX CMEPTHOCTB TaKKX OOBHBIX. [10 pe3ynbraram srmoHCKuX
uccnenosarenei (Ogawa Y., Shimada M. u 1p.) B xoz1e TecTu-
POBaHHS AHTHAPUTMHYECKHX MPENapaToB HEMOX0H S PexT
B IUTaHE NMPEIYIPEXKACHUS KEMYTOUKOBBIX HAPYILIEHHH PUT-
Ma cep/ua ObUT TOJyYeH TOJIBKO IIPH MCIIOIb30BAHUH ITPO-
MIPOHOJIONA U IM30IUPaMHU/A, XOTS U OHH MOT'YT IPUBOJIUTH
K erie Oonee BeIpakeHHOMY onbéMy cermenTa ST. ITomo-
YKHUTEIILHOTO Pe3yJIbTaTa OT IPUMEHEHHUS APYTHX aHTHAPUT-
MHYECKHX TIPETapaToB MOIy4eHO He ObLIO [6].

Ectb HaOmIONEHME, CBUACTENBCTBYIOIIEE O IIPEIOTBpAllle-
Hun penuausupoBanus OXK npu BHYTPUBEHHOM BBEICHUH
n3onporepenona. [IpeanpuHUManych MoNbITKA Ha3HAYEHHS
TaKMM NalieHTaM aMHo/IapOoHa, OTHAKO, 110 AaHHbIM [1. bpy-
raja, pueM aMHoJapoHa 1 [3-0JI0KaTOPOB HE TPEyIIPexk-
JIaeT BHE3AITHYIO CMEPTh Y TAKUX OONBHBIX (26% B TeueHue 3
JIET, YTO JJOCTOBEPHO HE OTIIMYAETCS OT CMEPTHOCTH OOJb-
HBIX, HE MTOTYYaBIIHNX JICUCHHE, KOTopas cocTaBisieT 31%)
[2]. B mociiennee Bpemsi Oonee akTHBHO BEIETCsI TIOUCK TIpe-
apaToB, KOTOPbIE 3MOXKHO OYAET MPUMEHSTH JUIS JICUSHHS
JITAHHOT'O CHHJIPOMa.

EnnHcTBEeHHBIM NTOCTOBEPHO 3((PEKTHBHBIM METOIOM
Jie4eHus OONIBHBIX C CUMIITOMHBIM BapUAHTOM CHHIpOMa
Bpyrana B HacTosiIiee BpeMsi CYUTASTCS] UMILTAHTAIHS Kap-
nuoBeprepa-neuopwuatopa (MK/), nmpenorBpamaromniero
snuzozp! BC. BriepBbie KOHIEMIUS CO3JaHUsI UMILTaHTUPY-
emoro npudopa Bozuukia B 1970 rogy y M. Mirowski u M.
Mower nociie BHe3armHoi cMepTH ux komierd. B 1980 rony
M. Mirowski BriepBbI€ YCHEIIHO BHIMOIHNI HMILTIAHTAIHIO
KapoBepTepa-aeuOpruIIsITOpa MOJIOI0H JKEHIIMHE C pe-
LUIMBUPYIOIMMH STIH30/JaMU OCTaHOBKH KPOBOOOPAIIICHHS
BeyieacTRHIE GUOPHILIAIINY JKeynoukos [ 1]. B mporiecce pa-
601b1 MK]] mocTOSHHO MOIEpHU3UPOBAJICS, YBEIUUUIICST
CpPOK €ro 3KCIUTyaTalluH, YCOBEPIIEHCTBOBAJIACh METOINKA
UMILIAHTIIMU U MHOTOE JIPYroe.

BonbIIMHCTBO aHTHAPUTMHYECKUX NIPEMapaToB s Jie-
YeHUs ¥ TPOPHIAKTHKH QGUOPHILISIINN KETYI0YKOB Y O0ITb-
HBIX ¢ cuHApoMoM bpyrana miubo manosdexTHBHBI (aMHO-
JapoH, OeTa-010KaTopkI), TMO0 MPOTHBOIOKA3aHbI (TIPOKa-
WHaMuJ, (pIIeKanHu, TU30nupaMun). MckimodeHrem sBis-
€TCsl XMHUIMH, IPENapar, yrHeTaromui [ — kanansl u cro-
COOCTBYIOLIMH BOCCTaHOBJICHHIO HAapYILIEHUH MOTEHIHAa
JIEWCTBUS U PETIONpU3aliy py cuHapome bpyrana, koro-
PBIi TTOKa3aJ1 BBICOKYIO KIIMHIYECKYIO 3 (EKTUBHOCTh KaK
B BUJIE OCHOBHOT'O CPEJICTBA, TAK U B COYETAHHUH C UMILTAHTA-
el kapauoBeprepa-nedudpuisaTopa [17].

[To HEKOTOPBIM JaHHBIM, IIPHEM aMHOIapoHa Ha (oHe
MMILIaHTHPOBAHHOI'O0 KapIuoBepTepa-aehudopmasTopa
MOXET YMEHBIIIHUTh YaCTOTY €r0 pa3psanoB (XoTst 3 PeKTHB-
HOCTh aMHOZIaPOHA B PEIOTBPAILCHUH apUTM U, KaK ObLIO
CKa3aHo BHIIIIE, HE l0Ka3aHa)[2].

Borpoc 00 uMIiaHTaImy KapauoBepTepa-aepruopunis-
TOpa ManreHTaM ¢ OECCUMIITOMHBIM BApHAHTOM CHHIIpOMa
Bpyrazna B HacTosiiiee BpeMsi IOABEPraeTcs BCECTOPOHHE-
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My 00Cy>KaeHHI0. VIMITTaHTaIus KapauoBepTepa-aehuopu-
JSITOpa MOKa3aHa OECCUMIITOMHBIM ITAI[HEHTaM MYXKCKOTO
nona B Bo3pacte 30-40 net, UMeromuM ceMeiHbIi aHaMHe3
TI0 BHE3AIHOW CMEPTH, THO0 MyTario B rene SCNS A, crioH-
TaHHBIE U3MEHEHUS B oTBefieHnsaX V| —V , OKT,

IIpornos
[poruo3 mpu cunapome bpyrazna cepbe3Hsblii: 00IbHBIC
4acTo yMHpPAOT Bo BpeMsi mpuctynoB Beaencraue OXK. Ya-
ctota BC mpu oTCYTCTBUM a/1eKBaTHOI'O JIEUEHUs, 110 1aH-
HBIM pPa3HBIX aBTOPOB, Koneodnercs ot 10 10 40% B rox, pu-
YeM PHCK y OOJIbHBIX C IMOCTOSIHHBIMH U TIEPHOJMYECKUMHU
m3MeHeHusMU DKT sBngeTcs oquHakoBEIM [2].
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