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CHUHAPOM BPYI'AJIA

Cmamws noceawaemcs cunopomy bpyeada — cenemuuecku Oemepmunu-
POBAHHOIL «3TIeKMPUYECKOy OONe3HU cepOyd, nepedarouyelics no aymocomHo-
domunarnmuomy muny Hacineooganus. Cneyuguunaa OKI" kapmuna, nanomu-
narowas BIIHIII ¢ noovemom ceemenma ST 6 couemanuu ¢ «nupysmy-
maxuxapouetl, CUHKONANLHBIMU COCMOSAHUAMU, BLICOKUM PUCKOM 6HE3ANHOU
cepOeyHoll CMepmu AGNAIOMCA OMIAUUUMETLHOIMU NPUSHAKAMU CUHOPOMA.
Ilposooumcs cpaenenue ¢ cunopomom yonunennozo unmepsana QT, pac-
cmampusaiomes dgpexmusnvie Menmoovl OUASHOCIMUKY U NeYeHUs NayueH-
moeg ¢ Ch.

Knrwoueswvie cnosa: Cunopom bpyzada, scenydouxosas maxukapous muna
«nupysmy, cunkone, CUHOpom yonunennozo unmepsaia QTQ, umnianmupye-
Mble kapouosepmepbwl-Oedhubpunnsmopst (MK/I).

Bueszannas cepaeunas cmepts (BCC) — ecrecTBeHHasi CMEpTh OT KapAHAIbHBIX MPOOJIEM, Yallle BCero —
BBHUJIy MAPOKCH3MaJIbHOU JKeIyJa0uKoBOi Taxukapauu («torsade de pointesy), mepexomsiias B GpUOPUILIAIMIO
JKEITyTOYKOB, KOTOpasi BO3HUKAET B TEUCHHE Yaca C MOMEHTA HACTYIUICHHs OCTphIX cummnroMoB. BCC Bcerna
OCTaBaJIaCh HEPEUICHHOW MpPOOJIeMO KIMHWICCKOH KapAHOJIOTHH, TPU 3TOM IAaTOJIOTHH CEepIlla M3BECTHHI, a
BpEMSI CMEPTHU — HENpPEJCKa3yeMbl. [2]

bonesHu cepaeuHo-cOCYyJUCTOM CHCTEMBI OCTAlOTCS INIaBHOM NMPUUUMHON CMEPTHOCTHU B Pa3BUTBIX CTpa-
Hax. OmHako goctatoyHo yacto (1o 10% ciyuaeB) BCC pa3zBuBaeTcs y mui 06e3 CTpYKTypHBIX H3MEHEHUH cep-
JIEYHO — COCYJUCTON CUCTEMBI. [2]

B 1992 romy ucnianckue kapauosorud, 6pates [leapo u Jxo3ed bpyrama (Pedro et Josef Brugada) srep-
BbIe onmcany HeoOpruHy0 DKI'-kapTuHY y TpexJyieTHeH JIeBOYKH B COUETAHWH C CEMEWHBIM aHAMHE30M U KITH-
HUYeCKOW kapTuHOW. Habmomanack Gokana mpaBoi HOXKKH Iydka ['mca u ciennuaeckuii KOCOBOCXOSTIIHMA
noabeM cermMeHTa ST B MPaBbIX TPYIHBIX OTBEIEHUSAX, peOCHOK CTpajai dMH304aMH MOTEpU CO3HAHMUs, paHee
moru6 6par. [1]

© I'aiicuna A.W., 2018.

Hayunsrit pykoBoaurens: Manxkosa Mapusi Heopeerna — KaHIUIAT METUIIMHCKUX HAYK, aCCUCTEHT Kade-
PBI IPOTIEZIEBTUKY BHYTPEHHUX OoJe3Hel, KazaHckuii rocyapcTBeHHBIH MEANIIMHCKUH yHUBEpcuTeT, Poccust.
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Puc. 1. OKT neBouku 3 net ¢ cunapomom bpyrana. [lepBoe omucanue cuaIpoma.
(PucyHnox npenocrasien P.Brugada ¢ paspemenuem K myOnuKarmm)

[TomoOHBIN KOMITIIEKC MPU3HAKOB MOJMYYHI Ha3BaHWe «cuHIpoM bpyrama» (CB). Takum obpazom, Cb —
3TO KJIMHUKO-3JICKTPOKAPAHOTpahUUECKUi CHHAPOM, OOBEAUHAIONN JacThle CeMEHHbBIE CIlydaW CHHKOIIAJIb-
HBIX cocTtosHNE mwmn BCC, cnemmuduyeckne DKI-npuszHaku — ocobyro ¢opmy BITHIIT ¢ kocoBocxomsmum
noabeMoM cermenTa ST.

OnHako BIEPBBIC CHHAPOM BHe3amHOW HeoObsicHuMO#N cMeptu (anri.: sudden unexplained death syn-
drome) 6511 BeIgCTCH enie B 80-x rogax XX B AMEPUKAHCKHM IIEHTPOM KOHTPOJIS Hajl 3a00JIeBaeMOCThIO B AT-
nanTte (CIIIA). Torma 611 3aperucTpupoBaH BhICOKUH (25 cmydaeB Ha 100 ThIc. yenoBek) Mmokas3aTeib BHE3all-
HOM CMEpTH HOUYBIO y MOJIOJIBIX JIFOZIEH, a UMEHHO y BhIxoaueB u3 Oro-Bocrounoit Asun. I[Ipu 3TOM 0TCYTCTBO-
BIN Kakue-muOO NPHU3HAKH TOpaKeHWs cepiana Ha ayrorncud. CraTtucTmdeckue mnokaszarenu crpadH FOro-
Bocrounoii Azuu u [JanbHero BocToka ykas3bplBalOT Ha BBICOKYIO PAcCIpOCTPAHEHHOCTh BHE3AaIHON HOYHOM
cMepTH B MosiofoM Bo3pacte: 4-10 ciaywyaeB Ha 10 Thicsy xkutenedl B roa. Jlaxe B HEKOTOPBIX CTpaHax JAajd
Ha3BaHUs TaKUM JIOJsM: Ha PuinMnmnuHax — «OaHTYHTYT» («CTOHYIIMH BO cHe»), B Tammanne — «rail Tam»
(«cmepTsh BO cHew). [1]

B Eporre Cb uame Habmronator y HaponoB KaBkaza. B Poccun e mMeeTcss HECKOIBKO aHAJOTHIHBIX
OOJIBHBIX Cpe/u IpeJICTaBUTesIel MOHIOJIbCKOTO Hapoa — OypsaToB. Cb He peructpupyor y ahpoaMepruKaHIEB.
[1].

Cunnpom bpyraja — reHeTHUECKH JIETEPMHUHUPOBAHHAS «IJIEKTpUYEcKas» 00JIe3Hb cep/ia, 00yCIOBIeH-
Hast mytanueii rena SCNSA (xpomocoma 3p21-24, koaupyeT o-cyobenunuity Na-kaHaia, pacroyioKeH B Kap-
JMOMHOLIUTAX MPABOTo XKelyA0ouka). AyTOCOMHO-IOMUHAHTHBII THIT HACIIEIOBAHUs, TO €CTh JUIs (PeHOTUIINYE-
CKUX HPOSIBICHUH 3a00JI€BaHUS TOCTATOYHO OJHOTO MYTaHTHOTO TeHa (anjess) B TeTePO3UTOTHOM COCTOSIHHH.
[2] Myranus BeAeT K YaCTHYHOW NOoTepe (YHKLUH HATPUEBBIX KaHAJOB, HAPYIICHUSM TpaHcIopTa HoHoB Na *,
U aHOMAJIBHOM 3NIEKTPO(PU3NOIIOrHIECKOH aKTUBHOCTH 3MUKapaa mnpasoro sxexaynodka (IDK) B obnactu BeIHO-
csimero Tpakra. [1]

Ha ceromusmamnit nenp n3BectHO Oonee 80 mytanuit reHa SCNSA. MIHTEpecHO OTMETHTb, UTO 3TOT XKE
TeH MOpaXaeTcs NMPU TPETHEM MOJIEKYJISIPHO-TE€HEeTHYECKOM BapHaHTe CHHIPOMA y/UIMHEHHOTO mHTepBana QT
(CYUQT, LQT3) u npu cunapome Jlenerpsr. Ognako npu CYNQT myraruu BeayT HE K YMCHBIICHHIO, & YBE-
JTYeHuo (YHKINHU KaHawa, ycrieHnio Na-Toka, a 3Ha4uT K YBEIWYCHUIO UINTEFHOCTH OTEHINANA JeHCTBUS
u obmero uateprana QT. [1]

Tounblil snekrpoduznonorudecknii Mexann3M Bo3HUKHOBeHHs CBb okxoHuatenpHO HesceH. OIHAKO
OOJBIIMHCTBO aBTOPOB CUHUTAIOT, YTO BCIIEICTBUE T'€HETHYECKH O00YCIIOBIEHHOTO JedeKTa OBICTPBIX HATPHEBBIX
KaHaJIOB, KIMHUKA MPU CHHIPOME CBS3aHA C BBIPAKCHHOM 3JICKTPUUECKOW Pa3HOPOIHOCTHIO MHOKapja >Kely-
JIOYKOB, & IMEHHO — CYO3HJOKapJHaibHble OTJEIbl UMEIOT OOJIBIIYIO JUINTEIBHOCTh MOTEHINANA AEHCTBHUS 110
CPaBHEHHIO C CyO3NMKapAuaibHbIMKU OoTAedaMu. Kak cielncTBre — BO3MOXHOCTh Pa3BUTHsI OJTHOHAIIPABICHHOM
610K 1Bl TPOBEJICHUS UMITYJIbCa B MHOKAp/IE JKEIYI0YKOB U (JOPMHUPOBAHKE «ITHUPYITH-TaXuKapanu. [3]

MoxHO cka3aTb, 4TO cHHApOM bpyraga — 310 cuHIpoM yumHeHHOTo mHTepBana QT Haoboport, mo-
ckonbky npu CYUQT cyOanukapanalibHble OTIENBl UMEIOT OOJIBIIYIO NMPOAOJDKUTEIBHOCTh MOTEHIMANA JeH-
CTBHSI, NEPUOJIOB OTHOCHUTEIHHOW M aOCONIOTHOH pedpakTepHOCTH 1O CPABHEHUIO C CyO’HIOKapAHAIbHBIMU
oraenamu. O6a CHHIPOMa MPAaBOMOYHO OTHECTH K IPYTIINE «KaHAJIOMATHHY.
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OKT -kaptuna moxoxa Ha BITHIII: B orBeneHusx Vi-2 popma xomimiekca QRS tuma rSR’, xk Tomy xe 06-
Hapy>KUBAIOT HE JEMpPeccHio cermMenTa ST, Kak Mpu OOBIYHOM OJIOKaIe MpaBO HOXKKH ITy4ka ['mca, a xapakrep-
HBIH IogpeM (>0,1 MB) ¢ «3a3y0puHOil» (Touka J) Ha BocxosmeM KoJjieHe 3yona S. OTCYTCTBYIOT pacIIpeHne
u peopmarmst 3yoma S B oTBeseHUN Vs, 9TO XapaKTEPHO I HACTOSIICH OTOKa Bl MpaBoOil HOXKKH Iry4ka [ 'mca.
V3MeHeHus 0OHapy)KHBAIOT B IPABOXKENYJOUKOBBIX oTBeAeHUAX (V), V2) B CBsA3M ¢ TeM, 4TO aHOManbHbie Na't-
KaHAJbI PACIONIOKEHBI MPEHUMYIIECTBCHHO B KapAHOMHUOIMTAX MPABOTO XKeryaouka. [1]
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Puc. 2. bnokana npaBoif HoxkH Iydka ['uca

B 3aBucumocTH oT opMBI BEILIEISAIOT 3 THIIA ITOIbeMa cerMenTa ST

| Tum — Kymo00Opa3HbIi, HATOMUHAIOIINI CITUHY OyiBONIAa WM MOPIY OyibTepbepa («THI OyIbTephe-
pa»), XapaKTepu3yeTrcsl HOCTOSIHHBIM KYIOJIOOOPa3HBIM IIOABEMOM cerMeHTa ST B NpaBbIX TPYIHBIX OTBEICHHU-
AX, HauboJiee ONaCHBIIl THII, HOCKOJIBKY Yallle MPOUCXOAAT SMU30bI GUOPMIUISILNK HKEITYyI0OYKOB U CHHKOTIAIIb-
HBIX COCTOSIHUH;

Il Tvn — ceanoBuaHsi (anri.: «saddle-shaped») nmu cryneneo6pasHbIii;

Il TMn - NposIBIISIETCS HEBBHICOKUM CEIJI000pa3HbIM MOABEMOM cerMeHTa ST OT M303JIEKTPUYECKOM JIH-
HHH B ITPABBIX I'PYJHBIX OTBEJCHUIX, KOTOPBIH TPYAHO OTJIMYNTH OT HOPMBI (CKpbITast hopma). [1]

Puc. 3. Cunnpom bpyrana
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Yame B HOYHOE BpeMsI MAIIEHTOB BHE3AITHO IOSBIIIOTCS SIIM30/6I TOTUMOPQHOH (BepeTeHO0O0pa3HO)
KeTyI0uKoBOM Taxukapmuu («torsades de pointes») u GpUOPHILIAINN KETYTOYKOB, CIYXKAIIHE TIPUINHON BHE-
3amHoi cMepTH. B MexxnpucTynHeIi epuox peructpupyercs SLS mocnenoBareapHOCTH ((PEHOMEH «KacKamay).
B ocHoBHOM 3amycky ¢aTansHON aputmun npequiectyer short-long-short mociexoBarenbHOCTD, WK (pEeHOMEH
«KacCKa/ia» - YepeIoBaHUe CYNPAaBEHTPHUKYIISIPHON 3KCTPACHCTOIbI, MOCTIKCTPACUCTOINUECKON Nay3bl U IIOBTOP-
HOM eIy I04KOBOH IKCTPACKCTOJIBL, IIOCIE KOTOPOH 3aIlyCKAeTCsl TAXMKAp/Usl TUIA «IIHPYdIT». [2]

V1 X
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V3

Puc. 6. ®enomen «kackana» (SLS mocienoBaTeabHOCTE) epe]] pa3BUTHEM TaXUKapAUH «IIHPYIT» Y OOIBHOTO
¢ cunipoMoM Bpyrana. (Pucynok npemocrasieH P.Brugada ¢ pasperienuem K myOauKaium).

V 50% marmueHToB nMeeTcs Takke AB-60kana | crenenu. [4]

Ha ¢one npucTynoB napokcu3MaibHON JKEIyIOYKOBOW TaXMKapJAWM BO3HHKAIOT CHHKOIIE W BHE3aITHas
cepieuHast CMepTh, IPEUMYILIECTBEHHO BO CHE, IIPH MOBBIIICHNH TOHYCA MapacUMIATHIeCKOH HEPBHON CHCTEMBI
WM CHU)KEHUH aKTUBHOCTH CHMITATHUECKOW. YacThle TPEHUPOBKH Y CHOPTCMEHOB CIIOCOOCTBYIOT TOBBIIICHHIO
TOHYyCa MapacUMIAaTHYECKON HEPBHOW CHCTEMBI, Mo3ToMy y crioptcMeHoB ¢ Chb puck BCC BbICOK BO BpeMs cHa
Wi oTabixa. HecMoTps Ha OTCYTCTBHE CBSI3U MEXAY (HU3MYECKOW aKTHBHOCTBIO, MAIIMEHTOB C JIOKa3aHHBIM
cuHIpoMoM bpyrana He TOMyCKarOT K y4aCTHIO B COPEBHOBaHHUSAX. [1]

B 6a3ze maHHBIX paboueil TpyIIBI MO M3yYeHUI0 cuHApoMa bpyranma mo cocrosHuio Ha 1999 . GIIO O0-
nee 400 6ompHEIX, U 6onee 150 caydaeB ommcano B muteparype. [3] [IpenMymecTBeHHBIN BO3PACT KIMHHYECKOM
Maaupectammu 30-40 neT. Y My>X4HMH PECK BHE3aITHOH cMepTH B 5,5 pa3 BeIIIe, YeM y jkeHIuH. Yactora 0OHa-
pyxenust OKI'- npuzHakoB cunapoma coctasiser ot 1 1o 60 cayyaes Ha 10 Thic. yenoBek [5].

IManuents! ¢ OKI-npusnakamu cuaapoMa bpyrana, nMmeromue B aHaMHe3€ AMHU30bI KITMHUIECKOH cMep-
TH WIM CUHKOIAJIBHBIC STHM30/bI, UMEIOT BBICOKHH PUCK MOBTOPHBIX NMPHUCTYINOB 3JI0KAYECTBEHHBIX JKEIYI0UKO-
BBIX apuTMuil. Jlaxke 6eCCHMITOMHBIE MAIMEHTHI MOTYT UMETh omnpeneneHHbli puck BCC. IToaTomy TakuMm ma-
[IUEHTaM PEKOMEHIIYEeTCsI MMPOBEICHUE AIEKTPOPU3NOIOTHIECKOTO rccaenaoBanus (OPU) ¢ nenpio mpoBoKaIuu
KEJTyJOYKOBBIX TaxuapuTMuil. Ha maHHBIN MOMEHT Tarke MOyYHIO IHPOKOE PAaCIpOCTPaHEHUE HAarpy304YHbIe
1 dapMakoJoruieckue mpoObl (C HOBOKAMHOM HIIH aifMAJIMHOM).

JuddepernnanbHeIii 1uar€o3 cuHApoMa bpyrana cienyer npoBOIuTh, C CHHAPOMOM PaHHEH penosipu-
3armu xkenynoukoB (CPPXX). Pasznmuuust B cnenyromem: nogabem cermeHta ST W monokutenbHbIN 3yben T Bo
BCEX IPEKOPIUAIBbHBIX OTBEJACHUAX. B TO e Bpems mpu cuHapome bpyraga nogsem cermenta ST BHJIEH JHIIb
Ha NPaBbIX NPEKOPJUAIBHBIX OTBEJEHUSAX U MPEALIECTBYET OTPHLIATENIbHON BoaHE T.

BropsIM BakHBIM IyHKTOM S depeHmansHON AMarHOCTHKY cuHpoMa bpyrana siBisiercst ero oTiu-
Yyye OT apUTMOTCHHOW JUCIUIa3nd MHOKapaa mpasoro xenynouka (AJIDK). IIpu AJIDK wacto ormevaercs
HaJIMyKMe SICHIOH-BOJHBI M OTpuIaTenbHbId 3yOen T B orBemenmsx Vi-Vi, Her komruiekca QRS mo tumy
BITHIII". KT npu npoBeaeHNH MeINKaMEHTO3HBIX P00 HE M3MEHSIETCS.

Jlnst MenuKkaMeHTO3HOH TMPOQWIIAKTHUKY BHE3AITHOW CMEPTH TPU CHHIpPOME bpyraaa HCHOIh30BAIHCH
paznuunble TpenapaThl (B-0J0KaToOpsl, aMHOJAPOH, Mperaparsl | Kiacca, KOMOMHAIMSA aMHOJApOHa W [-
6JI0KaTOPOB), OTHAKO OHA OKa3amack Hed((HEKTUBHON, MOCKOIBKY PHUCK TMOBTOPHBIX SMH30J0B KETYIOYKOBBIX
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apurmuii 1 BCC ocraBasicst oueHb BEICOKAM (110 30%). B ¢BA3M ¢ 5THM MOKa3aHa UMILIAHTAIAS aBTOMATHIECKO-
ro kapauoseptepa-nedudpuiatopa (AK). Ecnu apuTMur BO3HHKAIOT BO BpeMs CHa MPH MpeobiagaHuy ma-
PACHMIIATHYICCKOTO TOHYCA HA3HAYAIOT MMIUIAHTAIHIO 3IEKTPOKAPAUOCTUMYIISITOPA. [6]

Taxkum oOpazom, cuHapoM bpyrana — 3To reHeTH4ecKH AeTePMHUHUPOBAHHOE COCTOSIHUE, XapaKTepHu3ye-
Moe ocoObiM TunoM OKI' B mpaBbIX rpyaHbIX oTBeAeHUX ((paxTnuecku He Oiokana [THIIT, a orpaxeHue aHo-
MaJIbHOM aKTHBHOCTH HAaTPHEBBIX KaHAJIOB SIMKapJa B 00JACTH BBHIHOCSIIETO TPaKTa IPABOTO KEIylo4yKa) H
CBSI3aHHOE C HEOIArompHATHBIMH CEPIAECYHO-COCYIUCTBIMH COOBITHSIMH apUTMHYECKOW NPHUPOABI (CHHKOIIE,
ocTaHOBKa cepia). [IoBBIIeH pUCK pa3BUTHS BHE3AITHOW CEpIAEYHON CMEPTH, OOYCIOBIEHHOHN JKEIyZOYKOBOH
TaXuKapauei u GpuOpILIAIneH Kery T09KOB.
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