denepanabHOE rOCYIAPCTBEHHOE OIOIKETHOE 00pa30BaATEIBHOE YUPEKICHUE
BbICIIEro oOpa3zoBanus «KpacHospckuil rocyAapCTBEHHBIA MEIUIIMHCKUIA
yHUBepcUTeT uMeHH npodeccopa B.dD. BoitHo-Scenenkoro» MunuctepcTsa
3apaBooxpanenust Poccuiickon denepanun

Kadenpa daxynprerckoii Tepanuu

3aenyrommii kadeapoii: JIMH, Ilpodeccop Hukynuna Ceernana FOpreBHa

ITposepun: KMH, [Jouent Bepemaruna Tarbsna JIMmutpueBHa

Pedepar
Cunnpom bpyrana

BoinosnHuUI: Bpay-opAMHATOP KapAHOJIOT 2 roja

Mopo3zoBa Mapus CepreeBHa

Kpacnosipck 2024 1.



OraBieHue

BBEIICHUIE ...t e e e e e e 3
OTHONOTHUS 3A00TICBAHMS.........ceeeeeeeiieeieeeieeeeeeeeeeeeeeeeeeeeeeeeeee e 5
101705071 (5100 - B 01 017 0 : H SRS 7
JIMATHOCTHIKA ....eevvveereeeeereeeeeeeeeseeeeeseseeeseseeesessssseressssssssssssssssssrssesressssesresereeeeeee: 8
DNeKTPOPU3HOIOTHUECKHE OCHOBBI CHHJIpOMa bpyraaa. .......c.cccccvvveenneeen. 11
D1 (S ()3 1 (PR 20
7)) 8 101 () £ 1 (IR 21

CHIrCOK UCTIOMBb30BAHHON JTUTEPATYPBI ..vvvreeeeerrrieeeeeirrreeeeernreeeeeasnneeeeeennnns 22



Beenenue

Buezannas cmepth — HauOosiee TpPO3HOE TMPOSIBICHUE 3a00JIEBAHMIMA
CEepIEYHO-COCYAUCTON CUCTEMBI. Hallle BCEro NpUUYMHAMKU BHE3AITHOW CEpICUHOU
CMEPTH y B3POCIBIX MOXHO CUHTATh UIIEMHUYECKYIO OOJIE3Hb cepiia U HHPapKT
MUOKap/a.

OpHako B MOCIEAHHUE TOJBI Bce OOJBIIYI0 OCTPOTY mpuolOpeTaeT mpobdiema
BHE3AITHOW CMEPTH B OTCYTCTBUE SBHBIX 3a00JI€BaHNN MUOKAp/Ia UM KOPOHAPHBIX
COCYJI0B, 0OCOOEHHO B MOJIOJIOM BO3pacTe.

CeromHss HaKOIJIEHO JOCTaTOYHOE KOJMYECTBO [JAHHBIX O MPUPOJE
3a001€BaHUM, COMPSKEHHBIX C PUCKOM BHE3amHOW cmepTH. OmnpeneneHo, 4To
MHOTHE U3 HHMX T'€HETUYECKH JCTEPMUHUPOBAHBI, a 3TO MPEJCTABIISIET OCOOYIO
OTACHOCTh, TaK KakK IMOJ yTrpo30i HAaXOMUTCA HE TOJBKO OOJNBHON, Y KOTOPOTO
BBISIBUJIM 3a00JIeBaHME, HO W €ro JeTh W OJU3KUEe pOJACTBEHHUKHU. JlaHHBIE
3a00J1eBaHMs TIOKA KpailHE PEJIKO BBISBIISIIOTCS B OOBIYHOM KIMHUYECKON MPAKTHUKE.
BonpHbIE yMUPAIOT, KaK IPABUIIO, HE B CIIELIMAIM3UPOBAHHBIX CTAl[MOHAPaX, a IoMa
WU Ha yJulle, U Bpady MNOJUKIMHUKH WM OpHUTaze CKOpPOM MOMOIIM OCTaeTCs
KOHCTaTUpPOBaTh CMepTh. lIpm 3TOM CTaBUTCS IOOCTAaTOYHO HEONPEACICHHBIN
JMarHo3: OcCTpas CepAEYHO-COCYAUCTas HEIOCTaTOYHOCTh. I[Ipu ayrorcum He
BBISBJISIETCS. MOPAXKEHUM MBILILBI CEPALIA WJIM KOPOHAPHBIX COCYAOB. Y JIE€TEH, KaK
HA IIapaJlOKCaJbHO, 4Yalle BCEro IOCMEPTHO JHArHOCTUPYETCS  OCTpasd
pecnupatopHasi BUPYCHash MH(EKIHs, MUHUMAJIbHBIMU TPOSIBICHUSIMHU KOTOPOM
NBITAIOTCS. OOBSICHUTH BHE3AMHYIO0 CMEPTh. Bce 3TO 1aeT ocHOBaHUE yTBEPKIATh,
YTO B KPYIHBIX POCCHMCKUX KIMHUKAX OTCYTCTBYET JIOCTATOYHBIM OMBIT
HaOMIOJIGCHUST U BBIABJICHUS JaHHBIX OOJIbHBIX. BHHMaHue CHenuanIucTOoB-
KapJMOJIOTOB HEPEJKO MPHUBJICKAIOT TOJBKO TMEPBbIE CHUMMITOMBI 3a00JIeBaHUS,
MIPEXKJIe BCEr0 CMHKOIE M MPUCTYIHI cepaueduenus. OHaKo HEPEIKO MEPBbIM U
MOCJICAHUM MIPOSIBICHUEM 3a00JI€BaHUSI SIBIISIETCS] BHE3AITHASI CMEPTh.

B coBpemeHHO# KIMHWYECKOW METUIIMHE BBIACIEH psii 3a00JeBaHUN |
CHHJIPOMOB, TECHO ACCOLMUPOBAHHBIX C BBICOKMM PUCKOM BHE3aIIHOW CMEPTHU B

MOJIOOOM BO3pacCTc. K HuM oTHOCATCS CUHAPOM BHE3AITHOM CMCPTHU MJIQJICHIICB



(sudden infant death syndrome), cuHapoM BHe3amHONW HEOOBSICHUMOW CMEpPTH
(sudden unexplained death syndrome), apuTMoreHHas aucruiazus mpaBOro
xKelysouka (3a0oyieBaHUs cepllla ayTOCOMHO-JOMHHAHTHOE, XapaKTepHU3yeTcs
MOCTETNIEHHOW YTpaToi MHOLUTOB, KOTOPbIE 3aMelatoTcss GuOpo3HOil U KUPOBOM
TKaHbIO, MOXKET BKJIIOYATh U JIEBBIN KeNyJA04eK), uauonatudeckas Gpuopuuisanms
KEITYJOUKOB, runeprpopuyeckas KapJMOMHOIIATHSI, IuaTalOHHas
Kapauomuonarus, cuHapoM yuauHeHHoro QT-cunapom (LQTS) (cymiecTByroT
yeTblpe (opmbl cuHapoma: Pomano-Yopaa cunapom (RWS), Annepcen-Tasuiia
cunapom, cunjapom Thymothy u XKepresmn-Jlanre-Hunbcena. [lepBriii siBiisieTcst
caMbIM pacnpocTpaHeHHbIM. [lepBbie Tpu Hacley0TCs ayTOCOMHO-IOMUHAHTHO, a
MOCJIEAHUNA ayTOCOMHO-PELIECCUBHO), KaTeXoJlaMUHeprudyeckass mnojaumMopgdHas
KEIIyJ0OUKOBasi Taxukapausi (3a0oJeBaHUs Cepjlla, UMEIOIlee HacleICTBEeHHBIN
XapakTep, MpU 3TOM HApPYyIIEHO BBICBOOOXICHHE HOpAJpEHAINHA U aJpeHATHHA
HAAMOYEYHUKAaMU NP (PU3HUECKOIN HAarpy3Ke UM YMOLIMOHAIIBHOM CTpecce. CepiLe
CTPYKTYPHO HOPMAJIBHO) U pSAJl APYTHX.

Opxno u3 HauboIee «3araJJOuHbIX» 3a00JI€BaHUN B 3TOM PSAY — 3TO CUHIPOM
bpyrana (Cb). HecmoTpst Ha TO, 4TO BO BceM MHpe OMyOJIMKOBAaHbI COTHH padoT,
MOCBSIIEHHBIX JAaHHOMY 3a00JIeBaHWIO, @ Ha KPYHMHEWIINX MEXTyHApPOIHBIX
KapAUOJIOTHYECKUX KOHTPECCax PEryJIsIpHO MPOBOIATCA TEMATHYECKUE CEKLUH, B
OTEUECTBEHHOW JIUTEpaType HMMEIOTCS JIMIb €IMHUYHbIE ONUCAHUS CUHAPOMA,
JTAJIEKO HE BCErJa MOJIHOCTBIO OTPAXAIOIIME THIHYHYIO KApTUHY 3a00JI€BaHUS.
Bmecte ¢ tem umenno Cb sBusercs, M0 MHEHHIO MHOTHX CHEI[MAIHCTOB,
«OTBETCTBEHHBbIM» 3a Oosiee ueM 50% BHeE3anHbIX, HEKOPOHAPOTEHHBIX CMEpPTEN B

MOJIOOOM BO3pacCTe.



DTHOIOTHUS 3200JIEBAHUSA

OdurmanpHas nara OTKpbITUA cuHApoMa — 1992 rox. MmenHo Torma
UCIaHCcKue Kapauonoru, opates I1. u JI. bpyraga, pabortaronue B HacTosIIIee Bpemsi
B Pa3TUYHBIX KJIIMHUKAX MUpa, BIIEPBbBIC onucain KJIIMHUKO-
ANEKTpOKapAuOTrpadUueCcKuii CHHIPOM, OOBEIUHSIONINN YaCThle CEMENHHBIE CITy4Yan
CUHKOMNAJIBHBIX COCTOSIHUM WJIM BHE3AITHOM CMEPTH BCIEICTBUE MOIUMOPGHON
KEJTy T0YKOBOM TaxuKapJuH, u pEerucTpanuio cnenuduuecKoro
AIEKTPOKAPIUOTpaPUUIECKOro maTTepHa.

Yacrora Bctpeuaemoctu Cb Oonee HU3Kas B 3anafgHbIX cTpaHax (1-2 cimydas
Ha 10 000 genoBek) u noeeimaercs B KOro-Boctounoit Azuu (6omee 5 va 10 000),
oco0enno B Tamnmanae u Ha OuwiunnuHax.

[Io nmaHHBIM SIMOHCKUX UCCIeAoBaTeNel, npoaHanuzupoBaBmux 22 027
AIIEKTPOKApIMOTpaMM M3 MomyJsiiuu, pacnpoctpaneHHocth DKI-marrepua Cb B
sToil crpane coctraBuna 0,05-0,6% y B3pocasix u 0,0006% (ananuz 163 110
anekTpokapauorpamm) y aeteit (Tohyou J. u coast., 1995; Hata Y. u coasr., 1997).

Cpennuii Bo3pacT OOJILHBIX B MOMEHT IOCTAHOBKH JHAarHo3a COCTaBIISET
40+22 ner. Tunuunasie a1 cu"apoma usMeHeHus OKI' HauMHAIOT TPOSBIATHCA
JIMIIb TIOCJIE€ S-JI€THETO BO3pacTa, OJJHAKO BIEPBBIC JAHHBIA CUHAPOM OBLI ONMKCaH
y TpexJeTHEeW JeBOYKH, HMEBIIEH YacThle »SIHU30Abl IOTEPU CO3HAHUS U
BIIOCJICICTBUM BHE3AITHO MOTUOIIEH, HECMOTPSI Ha aKTUBHYIO aHTHAPUTMHUYECKYTIO
Teparuio U UMIUIAHTALNIO KapIUOCTUMYJISATOpA.

OnHako pealibHasi dYacToTa BCTPEUAEMOCTH 3a00JIeBaHUS TOKa HE
OTpeJiesieHa, OCOOCHHO B HEKOTOpbIX 3THHYeckuX rpymmnax. Cxoxwue c Cb
AIEKTPOKAPAUOTpaPUUECKUE HU3MEHEHHUS] OINMHCaHbl TPU CUHIPOME BHE3AMHOU
HeoObscHuMol cmeptu  (sudden unexplained death syndrome), xkoTopsiii
pPETUCTPUPYETCS MPEUMYIIIECTBEHHO Y BhIXOA1EeB U3 ctpaH IOro-Bocrounoi Azuun
(Nademanee K., 1997). BmepBbie AaHHBIII CHHAPOM CTall BBIACIATHCA KAk
camocrosaTensHoe 3a0oneBanne B 80-x rogax XX Beka, Korja AMEpPUKaHCKUM
[lentpoMm KoHTpoOJIsI 3a 3ab60meBaemMocThio B ATianTe (CLLIA) 6bu1 3apeructpupoBan

HeoObIYHO BhICOKUH (25 Ha 100 000 yenoBek) ypoBeHb BHE3ATHOW CMEPTHOCTH Y



MOJIOJBIX JiroAeH, BbixonaueB u3 lOro-Bocrounoit Aszumm. CMmepTh HacTymala
MPEUMYIIECTBEHHO HOYbIO, MPU AyTOICHUU HE BBISBIISAIOCH MOPAXKEHHUE MBIIIIbI
cepala WIM KOPOHApHbIX cocynoB. lIpum comocraBieHHM 53THUX HOAaHHBIX CO
CTaTUCTUYECKMMH JTaHHBIMH, HAKOIUIEHHBIMU B cTpaHax FOro-BocrouHoil A3uu u
JansHero BocToka, ObUIO OTMEUEHO, YTO B JAHHOM PErMOHE 3HAYUTEIIBHO
pacrpocTpaHEHbl Cllydyad BHE3aIHOW HOYHOI CMEPTH B MOJIOJIOM Bo3pacte (B roj
oT 4 o 10 ciyyaeB Ha 10 000 xureneid, B Tom yucie B Jlaoce — 1 caydaii Ha 10
000 »xxuteneit; B Tannanae — 26-38 Ha 100 000). B atux crpanax ajst 0003Ha4eHUS
JIIOJIEW, YMEPIIMX BHE3AIHO BO CHE, JAXKE CYIIECTBYIOT CHEUAJIbHbIC HA3BAHUS —
OanryHryt Ha OununnuHax, nokkypu B Anonun, nau tau B Taunange. Hepenko Ha
OKI' perucrpupyrorcs usmenenust cermenrta ST, cxoxue ¢ marrepHoM Cb unn
PaHHEN penoJISIpU3alnM KEITYI0YKOB. B Kakoil CTENEHU 3TU CUHAPOMBI CBS3aHBI
MEXITy COOOM, MPEICTONT €IIe BRISICHUTH B XOJ/I€ TATLHEUIITNX UCCIIeT0BaHUA. MBI
HAOJIIOTAlId HECKOJBKO aHAJOTUYHBIX OOJIBHBIX M3 CXOXKUX JTHUYECKHX TPYIII
(OypsiTBI), B CEMBSX KOTOPHIX HAOJIOAATNCh BBICOKAss KOHIIEHTpAIUs CIy4acB
BHE3AaIIHOM CMEPTH B MOJIOAOM BO3PacTe€ M 4YacCTbl€ BIMU30[bl CHUHKOIIE WIIH
KJIINHUYECKON CMEPTH.

Eme onna wuHtepecHas ocobGenHocte Cb 3akimiouaercss B TOM, 4TO
3a00eBaHNE HE PETUCTPUPYETCS Yy adpo-aMepuKaHIEB; C JPYroil CTOPOHBI, B
EBpone Cb yanie BBIABISIETCS Y IPEACTABUTENIEN TaK HA3bIBAEMOT'O «KaBKa3CKOr0»
STHUYECKOTO TUIIA, K KOTOPOMY, COTJIACHO MEXAYHAPOIHBIM I'paJalusM, OTHOCSITCS
M BBIXOILBI M3 cTpaH BocrouHou EBpombl. XapakTepHO, YTO W MEPBBIM W3
OMMCaHHBIX CIy4yaeB 3a0oJeBaHus OpaThs bpyraaa BeISIBUIN y MOJBCKOW JIEBOYKHU.
DTO CBUIETENBCTBYET O TOM, 4TO pacnpoctpaneHHOocTh Cb B poccuiickoi

MMOMMYJIIHUH MOXKET OKa3aTbCA JOCTATOYHO BBICOKOH.



Knunnueckas kapTtuHa

Knuauueckass ~— kaptuHa  3a00jeBaHUS ~ XapaKTepU3YeTCS  YacThIM
BO3HUKHOBEHHUEM CHUHKOINE Ha (DOHE MPUCTYMOB KEITYJIOYKOBOW TaXWKapAUU U
BHE3AITHOW CMEPTHIO, IPEUMYILIECTBEHHO BO CHE, a TAKKE€ OTCYTCTBHEM IIPU3HAKOB
OpPraHUYECKOTO MOpakeHuss MUOKapAa npu ayrorncuu. B 93,3% ciyuyaeB npucTymnsl
npu Cb Bo3HUKarOT B BeuepHee U HouHoe BpeMs (¢ 18 1o 06 yacoB), mpuyem yaiie
BO BTOPOM IOJIOBUHE HOYHU. DTO, HECOMHEHHO, MOATBEPKAAET POJIb YCHIIEHUS
BaryCHbIX BJIUSHUNA B BOSHUKHOBEHUHU PUOpUIuIsiium xenyaoukoB npu Cb. Jlanubiii
UUPKaIHBI MAaTTEpH CBUJAETEIBCTBYET TAKXKE O pa3IMYusAX B [aTOreHE3e
BO3HMKHOBEHUSI (aTayibHbIX aputMmuii y mnamueHtoB ¢ Cb u umemuyeckoin
OOJIe3HBIO CepJilla, KOTJa OCHOBHOM IIMPKAJHBIA MUK BHE3AHOM CMEpTH
NpUXOAUTCS Ha paHHue yTpennue yackl (Deedwania P., 1998).

Oxkono 80% OonpHBIX, TiepeHecmux BCC, B aHaMHe3e WMEIH JI0 3TOTO
CUHKOIBI. B TsKenbIX ciydasx 0OMOpPOKH MOTYT CONPOBOXKAATHCA CyI0poramu. ¥
psina OOJNIBHBIX MPHUCTYMBI MPOTEKAIOT 0€3 MOTepU CO3HAHUS U XapaKTEePU3YIOTCA
BHE3AITHO MOSBJISIIONIEHCS pe3Koi ci1abocThio, 0JIETIHOCTHIO, TiepedosiMu B paboTe
ceplilla WX TOJNbKO cepaneObuenusmu. B OonpmmHCTBe cioydaeB kiauHuka Cb
oOycnosnena Bo3HukHoBeHUEM KT unu XK, ogHako oHa MOXKET OBITH CBsI3aHA U C
HA/DKEITyJ0YKOBBIMU ~ TaXMapUTMHUSIMU (B YaCTHOCTH ¢  (QuOpwLisuuen
npeacepauii). MHorga mnpucTynbl >KenyqoukoBbix aputmuii npu CBb Moryr
IPOBOLIMPOBATHCS TPUEMOM AJIKOTOJIS U JTUXOPAJKOM.

Cunapom bpyrana Hacienyercs ayTOCOMHO-TOMHAHAHTHBIM ITYTEM U CBSA3aH
¢ myTtauusiMu B reHe SCNSA, pacrosoXeHHOM B 3-ii XpOMOCOME U KOJUPYIOLIEM
cyObeTUHUITY alb(a-HaATPUEBBIX KaHATIOB KapAUOMHUOIIMTOB. MyTaluu B TOM I'eHe
TaKke€ MOTYT NPUBOAUTH K cuHiapomy yminHeHHoro uHrepBana QT (LQT 3) u
HapyleHusiM cepjaeuHor npoBoaumoct. CoBcem HenaBHo Antzelevitch C. u
COABTOPBI OTKPBUIM 2 HOBBIX T'€HA, BBI3BIBAKOIIMX 3JieBalui0 cermMeHta ST u
ykopouenue uHtepBaia QT, uro mpuBoauT k kombObuHammu Cb ¢ cuHIpOMOM

KopoTkoro uareppaia QT.



Jlmarnoctuka

Haubonwieit quarnoctudyeckoi 3HauuMocTtbio obnanaetr DKI' tuma bpyrana

IA (wnu Tun "OyasTepnepa).

TS SRNAS

o

OnHako BaXHO MOMHHUTB, 4TO A3TOT BapuaHT OKI', mMermuil BBICOKYIO
JUArHOCTUYECKYIO LIEHHOCTh, BCTPEYAETCSI TOCTATOUYHO PEJIKO, KPOME TOTO0, TAXKE Y
OOJIBHBIX C MOATBEPXKIECHHBIM cuHApoMoM bpyrana, cnemnuduyeckue u3MeHEHUS
MOTYT BBISBJISITBCS HENOCTOSIHHO. Hanmuune y OGonbHOro msmenenuit Ha OKI,
onuchiBaeMbIX Kak bpyrama, tun 2, wiam "cemioBuaHbIM" THUm cermeHta S-T,
MO3BOJISIET TOJIBKO 3amojo3puTh cuHapoM bpyrana. [ns Bepuduxanuu nuarHosa
HEOOXOJMMO TMPOBEIECHUE HArpy304YHBIX MpoO C JIEKAPCTBEHHOW Harpy3Kou
(anTHAapuTMUUEcKue npenapatsl [A knacca).

«CBonuatas» u «ceoBuaHas» Gopmsl dneBanuu cermenta ST (puc.1):
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A: «cBomuateiit»y ST; B: «cennmoBunnbiii» ST. B 3aBUCUMOCTH OT yKa3aHHBIX
dbopm sneBaruu cermenta ST Begensitor 3 tuma Cb, DKI'- xapaktepucTuku

KOTOPBIX MPECTABICHBI B TAOIHIIE:
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Tunel cuaapOMAa

Tunl:

KynojooOpa3Heii nmoaseM ST > 2 MM C MOCHEAYIOIUM OTPUIATEIbLHBIM
3yorom T B Gosiee yem 1 orBenenuu (V3) B OTCYTCTBHE MpHEeMa MpEnapatos,
ABISIIOIIMXCST OlokaTopamMu HaTtpueBbiX KaHanoB. Kpome xapakrepubix OKI -
MPU3HAKOB Yy MALIUEHTOB BO3MOKHO HaJUYUE:

o smu3010B OXK mnu nomumopduo XT (B T.u. urayMpoBanHoi Ha DDI)

® CEMEWHOr0 aHaMHE3a BHE3aIMHOMU CMCPTH Y POACTBCHHHUKOB MOJIOKC 45 ner

KyIojoo0Opa3Horo noabema cermeHta ST y poJICTBEHHUKOB

® CHUHKOIIOB

® SK30J0B HOYHOT'O arOHAJILHOTO JIbIXaHUS

Tun 2 - cemnmooOpasubii nmogbemM ST > 2 MM C MOJOKUTENbHBIM WM
nByX(a3HbIM 3y011oM T B TeX K€ OTBEICHUSX.

Tun 3 - ceanmooOpa3zubIit WK KynojgoOpasHbii noaseM ST < 1 mwm.

UctunHBIM (apUTMOTeHHBIM) CUHAPOMOM bpyraza, cauraeTcst TOJIbKO THII 1.
[TarieHTHI ¢ TUTIOM 2 TpeOyIOT OoJiee MPUCTATHLHOTO cOOpa aHaMHe3a, Ha TIPEeIMET
CIydyaeB BHE3aITHOW CMEPTH B CeMbe, U HaOMogaeHus. Tul 3 MOXKET OYeHb 4acTo
PETUCTPUPOBATLCS Y COBEPIICHHO 3/I0POBBIX JIUII.

Kpome TunmuHoii  knuHMueckoil —kapTuHbl, npu CBb  BeAenAOT
cnenuduyueckuil snekTpokapauorpaduyeckuii marrepH. OH BKIIIOYaeT OJoKamy
paBo¥l HOXKKHU Tydka ['mca, cnerududecknii mogbem cermeHta ST B OTBEIEHUSIX

V1-V3, nepuonuueckoe yniauHeHue uHTepBania PR, mpuctynsl momumopdnon



KEITYyIOYKOBOM TaxuKapIWU BO BpEMS CHUHKOIE. BBIIEHSAIOTCS CIIEIYIOLINE
KJIIMHUKO-3JIEKTpoKapauorpaduueckue popmsl cunapoma bpyrana:

[Tonnast popma (TUTIMYHAS AIIEKTpOKapauorpaduueckas KapTUHa C CHHKOIIE,
NPEACUHKOIE, CIy4asMyd KIWMHUYECKOM WJIM BHE3AIHOM CMEPTH BCIEACTBUE
HOoJIUMOP(HHOI JKeITyJOUKOBOM TaxHKapInun).

Knunnueckue BapuaHThI:

® TUINIMYHAS BJEKTpOKapAHOorpapuyeckas KapTUHA Yy aCUMITOMATUYHBIX
00JBHBIX O€3 CEMEWHON UCTOPUHU BHE3AITHOW CMEPTH WM CHHApoMa bpyrana;

® TUMHWYHAS DJIEKTpokapauorpaduueckas KapTHHa Yy aCUMITOMATHYHBIX
OOJIbHBIX, WIEHOB ceMel OOJIbHBIX € MOJHON (hOPMOI CUHIIpOMA;

® TUINIMYHAs OJJIEKTpoKapauorpaduueckass KapTUHA TOCIIE€ TPOBEIACHUS
(hapMaKOIOTHIECKUX TECTOB Y aCHMITOMATHYHBIX OOCIICTyeMBIX, YJICHOB CeMei
OOJIBHBIX C TIOJIHOM (OPMOM CUHAPOMA;

® TUINIMYHAs OJJIEKTpoKapauorpaduueckass KapTUHA TIOCIIE€ MPOBEIACHUS
(bapMaKkoOIOTHYECKUX TECTOB Yy OOJBHBIX C TIOBTOPHBIMH CHHKOITEC WJIU
UIMOTIATUYECKON (GUOPHILIAILIMEH TTpeaCcepauil.

DnekTpokapanorpadguuecKkue BapuaHThl:

® TUMIMYHAS OJJIEKTpoKapauorpaduueckas KapTHHA C SBHOW OJOKaaou
paBoi HOXKKHU mmyuka ['uca, aneBauueii cermenta ST u yannnenueM PR-uHTepBana;

® TUIWYHAs dJEKTpOKapAvorpaguueckas KapTHHA C 3JeBaluell CerMeHTa
ST, Ho 0e3 ynnuuenus: PR-unTepBana u 6;10kajsl mpaBoil HOKKMU myuka ['uca;

e HemoyHas 0JI0Kaja MpaBoOd HOXKKHU IMydka ['mca ¢ yMepeHHOU »ieBaruen
cermenTa ST;

® U30JIMPOBAHHOE Y NIMHEHUE nHTepBana PR.

CTHKa



DnekTpodu3nonornyeckue OCHOBBI cuHapoma bpyrana.

['eHeTHYECKM TETEPMUHUPOBAHHOE YITHETEHHUE BXOISIIETO HATPUEBOIO TOKA
BEJIET K U3MEHEHUIM Bo 2-H (pa3e TpaHcMemOpaHHOTO noteHnuana aeicteus (I1]1)
B KJIETKaxX 3MUKapJla BRIBOAHOTO TpakTa mpaBoro xenynouka (IDK). OTo B cBoro
ouepelb MPUBOJUT K ACHHXPOHHOM PpEMNOJIApU3alUU M DIEKTPUYECKOU
HECTaOWJILHOCTU B yKa3aHHOM oTAene cepaua. OcHOBHbIMH  (pakTopamu
APUTMUYECKON «YSA3BUMOCTH» MUOKApJa ABJISIIOTCS: MapaCUMIATUYECKUE BIUSHUS
(COH, MOrpy>XEHHE B XOJIOAHYIO BOJly, HBIpSIHUE, TPHUEM IIUIIH), MOBBLIIICHUE
TEMIIEpaTyphbl Teja, OJIoOKaJga HATPUEBBIX U KaJIbIIUEBBIX KAaHAJIOB, HIIEMUS
MHUOKap/a 1 ap. B 3TuX ycloBUAX MOKET F'€HEpUPOBATHCS MEXAHU3M IMOBTOPHOIO
BxoAa Bo 2-ii daze IIJ] ¢ mocieayronuM BO3HHUKHOBEHHEM 3JI0KAY€CTBEHHBIX
aputmuii. C Apyroii ctopoHsl, y nanueHtoB ¢ Cb HaOmromaeTcss HOpMalu3aius
cermeHta ST mocne BBelneHUs OeTa-aApPEHEPrHUYECKUX CTUMYJISITOPOB WIIU
uHruoutopos pocpoauscrepassl l11. B HenaBuem nccnenosanuu Brugada J u coasr.
ObLJIO MOKa3aHo, YTO cTeneHb AneBanuu cermenta ST B oTBenenun V1 sBisercs
He3aBUCUMBIM (akTopoM pucka s BCC wiam BO3HMKHOBEHMS KEITYI0YKOBOM
bubprIIAIIUY.

['mnepamarHocTka CUHAPOMA 4Yalle BCErO CBsi3aHAa C HENPaBUIIbHOU
MHTEpIIpETallue JOCTATOYHO PACIPOCTPAHEHHBIX CEUIOBUAHBIX H3MEHEHUMU
cermeHTa ST, CXOXHUX C CHHAPOMOM paHHEN penoysipu3alu, OCOOEHHO Yy
cnoprcmeHoB. [lpoBons auddepeHmanbHy0 AUArHOCTUKY B O3TUX TpyIIax
0oapHBIX D. Corrado m coaBTOpHI BBISIBUIM, YTO aMIUIUTYAa MakKCUMaJIbHOTO ST
CErMEHTa HU3MEPEHHOTO Ha paccTtossHud 80 MC OT TOYKM J JOCTOBEPHO HE
OTJINYAJIOCh Y 3J0pPOBBIX crmopTcMeHoB u OonbHBIX ¢ Cb (3,1+0,9Mc mpotun
3,2+0,6Mc), B TO Bpemsi Kak oTHolleHue noabema cermenra ST B Touke J ST80 mc
(STJ/ ST80) y cnopremenon 0,7+0,13 mc, a y 6ompHBIX ¢ Cb 1,6+0,3 Mc (p<0,001).
[Tokazarens STJ/ ST80<1 umen 87% uyBcTtBUTENBHOCTH U 100% crienn@uyHOCTD B
paszelleHnH 3THX JIBYX cocTossHui. Takke, 6onpHbIe ¢ Cb HE mMenu Opagukapanm,
TUMUYHOU /IS TPEHUPOBAHHBIX aTJIETOB, ObLT OTMEUYEH 00Jiee KOPOTKHUI MHTEpPBAI

QT (0,35+£0,04 mc mpotus 0,39+0,02 mc y arieroB). Heobxoaumo mpoOBOIUTH



muddepenunansuyto aguarHoctuky Cb ¢ psgom 3aboiieBaHMi, KOTOpPbIE MOTYT
CTaTh  NPUYMHOM  CXOXKHX  DJIEKTpOKapauorpapuyeckux  MPOSIBICHUM:
apUTMOT€HHOM JIUCILIA3UeEn IIpaBoOro YKEIIy104Ka, MHUOKapAUTaAMHU,
KapJuoMuonatusiMu, OomnesHbto (Muokapautom) Yaraca (Chagas), 0ose3HbIO
Steinert, onmyxonsmu cpenocrenusi. Ilpu anammze msmenenuit DKI' B mpaBbIx
TPYJIHBIX OTBEACHHUSIX HEOOXOIUMO MPOBOAWTH NU(PPEpPEHIINAIBHBIA TUATHO3 C

MNaToOJIOTUYCCKUMHU COCTOSHUSAMU, IIPUBOJAIIMMHU K 3JICBAlUHU CCTMCHTA ST
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1 - runeprpodusa JOK; 2 - 6mokana j1eBoil HOKKM myuka ['uca; 3 - ocTpslii
nepukapaut (3neBauusa cerMeHTa ST Bo BCeX OTBEIEHHUAX U CHUKEHUE CErMEHTa
PR); 4 - octpas runepkanuemusi (BbICOKue 3a3yOpeHHbie 3yOunl T); 5 - nepenne-
NepPEeropoJoYHbIi MH(pApKT MHUOKapaa; 6 - mepegHe-NeperopoAoYHbIl HHPAPKT

MHUOKap/a B COUE€TaHUU C OJIOKOM IIPaBOM HOXKKM Imy4ka ['uca; 7 - cunapom bpyrana



Kpome yxkazannbix 3aboneBanuit Cb HeoOxomumo auddepeHimpoBaTs OT
JIPYTUX TE€HETMYECKUX apUTMOT€HHBIX CHHJIPOMOB: yaJuMHEeHHOro uHtepBana QT,
KOPOTKOT'O VHTEpBaia QT, KaTeXO0JIAMUHEPTUYECKOU noJiuMophHON
YKETyIOYKOBOM Taxukapauu. Hepenko naHHbIE CHUHIAPOMBI MOTYT COYETATHCA
MEXy coOoH, Kak, Hanpumep, Cb u curapom kopotkoro untepsaia QT.

BrisiBnenne ckpbIThix hopm Cb 3aTpyaHeHo0, Tak Kak T€HETUYECKUE METO/IbI
JMArHOCTUKH, SIBJISIFOLIMECS PEILAOIIMMHU B JTaHHOM CiIyyae, €llle HEJOCTaTOYHO
HIMPOKO BHEAPEHBI B KIIMHUYECKYIO IPAKTUKY, KPOME TOT'0, KaK y>K€ YIIOMUHAJIOCH,
myTanuss B rene SCNSA oOHapyxuBaercs Aajeko He y Bcex OosbHBIX. OKI
npeaukTopaMu Hanuuust mytauun SCNSA saisitorcst: 1) 6oiee ATMHHBINA HHTEpBA
PQ (>/=21- mc); 2) 6onee nnuuHbIM uaTtepBad HV (>/=60 wmc); 3) 3HaYUTEIBHO
OombIIee YBEIIMYEHUE MPOJOJKUTETBHOCTH QRS npu
BBE/ICHUMAHTHAPUTMUYECKUX TIpenapatoB [ kjacca, 4To corjacyercss ¢
OpearnojiaraéMbIM HapylleHHeM (yHKIMM HaTpUeBBIX KaHaioB. OTCyTcTBHE
JAHHOM MyTauuMy 1O HAOJIIOJEHUSM HCCIeAOoBaTeNied MPUBOAMUIO K COYETAHUIO
kimHukn CBb ¢ mporpeccupyromMMHM  HapyLIEHUSMHA NPOBOAMMOCTH, HH3KOU
YyBCTBUTEJIBHOCTBIO K TECTy C aHTHAPUTMUYECKUMU Ipenapartamu | kiacca u
OTHOCHUTEJIBHO XOpomnM mnporHo3oM. Kak mnpasuno y nanmentoB ¢ Cb He
BBISIBIISIETCS Tarosioruu npu npoBereHuu IOxoKI', xoponapho# anrmorpadum,
SHAOMUOKAPUATBHOM OMOICHUH, HEBPOJOIrMYECKOro uccieaoBanus. HWuorna
KJIIMHMKA CHHKONBI ¢ peructpaumend Ha OKI' aneBanmm cermenra ST 3acraBiser
3aMoJ03pUTh AMArHo3 octporo uHpapkra muokapaa. s nuddepennuanbHon
JMAarHOCTUKM HEOOXOJIMMO UCCIIEI0BaHNE KapauaibHbIX (DEPMEHTOB, MPOBEJICHUE
po0 ¢ anTuapuTMudeckuMu npenaparamu I kiacca u 9KI - KOHTPOIIb B AMHAMUKE.

CocymectBoBanue cunapoma ymmHeHHoro uHrepBaia QT (long QT
syndrome- LQTS) u Cb xaxeTrcs napagoKcalbHbIM, TaK KAK FTEHETUYECKUE MyTallu1
BBI3bIBAIOIIME O3TU 3a00JIeBaHUS pa3HOHAMNPABICHO JEHCTBYIOT Ha (QYHKIUIO
HAaTPUEBBIX KAHAJIOB, OJJHAKO COBCEM HEAABHO OIMCAaHbl CEMbU M OOHApy>KeHa
myTanus (1795insD), kotopas moxet BbI3bIBaTh ogHOBpeMeHHO u LQTS u Cb

qcpe3 BSaHMOﬂCﬁCTBHG C TICTCPOIrCHHBIM MHOKApPAOM 3dBUCHUMbBIM OT qccC



criocoobom. B apyrom uccnenoBanuu (Priori SC, Napolitano C. Schwartz PJ, Bloise
R. Crotti L, Ronchetti E. The elusive link between LAT3 and Brugada syndrome.
Circulation. 2000) na ¢one BBenenuss 6ompHbiIM LQTS 3 Tuna dnexannumga
Mpou301LI0 yKkopoueHue uHrteppasia QT, HO y 6 mauueHTtoB npu 3toM Ha DK
HEO0KHMJIaHHO NOSIBUINCH Npu3Haku Chb.

Onucanbl ciiydyan BO3HMKHOBEHHUS aTPUOBEHTPHUKYJISIPHOW OJIOKAIbI TIPH
Hamuun myTtauuu SCNSA, a takxke coueranne DKI' mpusnakoB Cb u cunapoma
Bonsga-ITapkuHcona-Yaiira.

XapakrtepHo, uto TunuyHbiil DK -narrepH yaiie peructpupyercst y 00JIbHBIX
B MEpUOJ Nepes pa3BUTUEM (PUOPUIUISIUU KETYJOUYKOB, YTO CBUAETEIHCTBYET O
HE0OXOMMOCTH TMHAMUYECKOT0 HabIt01eHus 32 00JIbHBIMU ¢ To103peHueM Ha Cb.
[Ipu pobe ¢ go3upoBaHHON (HU3NUYECKOW HATrpy3KOH M JIEKapCTBEHHOU Ipobe ¢
cumnaromumeTukamu (u3agpus) DKI -npossienus Cb ymeHpmaroTcs, B TO Bpemst
KaKk Mpu mpobe ¢ MEJICHHBIM BHYTPUBEHHBIM BBEJCHUEM AHTHAPUTMUUYECKHUX
npenaparoB, OJIOKUPYIOIIMX HATPUEBBIA TOK, YyBenuuuBaroTcsa. (CoriacHo
CTaHJAPTHOMY MPOTOKOIY oOcienoBaHusi OonpHBIX ¢ mono3penuem Ha Cb,
PEKOMEHJyeTCsl UCIMOJb30BaTh Ui Mpo0  CIEIyIoUMe aHTHAPUTMUYECKHE
npenapathl: THIypuTMa (aiiManuH) B 03¢ | MI/Kr, HOBOKanHAMUT (TIPOKaWHAMI/T)
B 03¢ 10 Mr/kr win ¢uexkanHu B go3e 2 Mr/kr. Heo6XoamumMo y4uTsiBaTh, 4TO MpU
BBEJICHUM YKa3aHHBIX npernapaToB y OonbHbIX ¢ Cb MoryT pa3BuBarhcsi onacHble
KEJITYJJOUKOBBIE TaXMAPUTMHH, BIUIOTh A0 (PUOPMILIALMH, TO3ITOMY IPOBOJUTHCS
Takue IPOoOkI JOHKHBI MPU YCIOBUH MOJHONW TOTOBHOCTH K OKa3aHUIO KCTPEHHOU
nomoud. Ho, HecMoTpst Ha 3TO, mMpoObl Ha CETOAHSIIHUNA J€Hb — Hauboliee
JIOCTOBEPHBIN KPUTEPH BBISIBIICHHUS OMTACHOTO, YTPOKAIOIIETO KU3HU 3a00I€BaHNUS,
TpeOyIOIIEero TOCTOSSHHOTO HAOJIOJEHUST W MHOTOJIETHEW aHTHapUTMHYECKON
tepanuu. [lpy  mpoBeAEHMM  WMHBA3UBHOIO  3JIEKTPO(PU3HOIOTHYECKOIrO
uccienoBanust (OOU) y 6ompubix ¢ Chb 4WacTo MHAYNHMPYIOTCS KEITYJOUYKOBBIC
aputMun, ogHako O®U Bpsax 1M MOXKHO CYMTATh «30JIOTBIM CTAHAAPTOM
JMArHOCTUKHU TOJIHOM KIMHMYECKOW (gopMmbl cuHapoma. [Jo 1992 roga Hepenko

OIIMCBIBAJIMCH ClIydau Ha6JIIOIleHI/IH MOJIOABIX OonbHBIX ¢ THOUYHBIM OKI -



narrepHoM Cb, CHHKONAIbHBIMUA COCTOSIHUSIMM U HOPMAaJbHBIMHU IOKa3aTEJSIMU
OOU. B pampHelmeM Takue OOJbHBIC, OCTABJICHHBIC O€3 JICUCHHUS, BHE3AITHO
norudanu (Mandell W., 1985).

B nmnocnegnue roApl B JAMAarHOCTUKE OOJIBHBIX C PUCKOM  OIACHBIX
KEITYIOYKOBBIX apUTMHUH, O0COO0EHHO «MuKpoaHoMmaiuii OKI'», 3HauUTENbHO
BO3pOCIIa POJIb CTAaHJAAPTHOMU AnekTpokapauorpadun. Tak, y namuentoB ¢ Cb, mo
HaIllUM HaOII0JICHUSIM, HEPEIKO pETUCTPUPYETCS AIICUJIOH-BOJIHA,
XapakTepu3yromas 3aMeJICHHYIO JICTIOSpU3aliuio B 00J1aCTH BBIBOJIHOTO TPaKTa
IpaBoro >keiayaouka. JlaHHBIM TOpU3HAK TMpeACTaBisieT Cco00M  «OOJBIION
JUArHOCTUYECKUI KPUTEPUN JpYyroro 3adoJieBaHUs, COMPSIKEHHOTO C BBICOKHUM
PHUCKOM BHE3aIIHOM CMEPTH, — APUTMOICHHOW AUCIUIA3UH IPABOr0 KEIyHdOUKa.
OnHako, y4HWTBIBasl €JUHBIM HMCTOYHHUK BO3HUKHOBEHHSI ApUTMHUHU IPU 00OHX
3a00JICBaHUSX — BBIBOJIHOW TPAKT MPABOTO JKEITyJA0YKa, €r0 MOKHO OTHECTH M K

nuarHoctudecku 3HayuMbIM DKI -niposinenusim Cb.

HuddepennnanbHO-IMarHOCTHUECKUE MPU3HAKA aPUTMOTEHHON JTHUCIUIA3HH

npasoro xenyaouka (AJIDK) u Cb

Knuanueckue nmpu3HaKku AOIDK Cb

OCHOBHOM BO3pacT KIMHUIECKOE 25-35 mer 35-40 ner

MIPe3eHTaIlH

ITon (M/%k) 3:1 8:1

PacnpoctpaneHHOCTH IToBcemecTHO, HO yame otMedaeTcst | [ToBcemecTHO, HO Hosiee 4acTo B
B CeBepHO-BoCTOUHBIX pernonax crpanax FOro-BoctouHoii A3uu u
Wramuu, I'penun HE OIKCaHO y appUKaHLIEB

HacnenoBanue Al (AP) AJl

XpoMocoMbl 1,2,3,10,14 (17) 3

I'en hRYR2 SCNSA

CHUMITOMBI Cepauebuenue, CHHKOIE CuHkone

OO6crosiTenpeTBa [Ipu ¢uszngeckoii Harpyske B noxoe

OyHKIMS MUOKapAa Hapymenune ¢ynxmm [DK, pexe B Hopme
JDK

Mopdodonorus Muokapaa Kuposas nHOUIBTpanus B HOpM™ME

OKT" menonsipuzaius WuBeptuposanssii T B V1-V3 [omsem ST B VI-V3




OKI penomsipuzarus

DICUJIOH BOJIHA, pacuiupenue QRS

B V1-V3

BITHIIT

AB nposeznenue

B HOpM™ME

50% umetot yamuHenne PR/HV

IIpencepansie apuTMun

BosHukatoT nmo3Ho (BTOpUYHEIE)

Bosnukatot pano (nepsuuno 10-

20%)

CrabmisHocTs DKI' n3MeHeHu

CraOuibHbIE

BapuabenbHbie

YKexyno4koBEIe apUTMHIH Monomopdras :N|A: Homumopduas XKT/DXK
MexaHu3M apUTMUAN ®aza 2 [11

Oddexr AAII I xmacca l 1

Oddext AAII II kmacca l 1

Dddexr AAII I kmacca l -/1

Oddext AAII IV knacca -/ -

Crumynsamus J-penentopoB

1

EcrecTBenHOC TeueHue

CepaeuHasi HEZIOCTATOYHOCTb, PEXKe

Buezannas cmepTh

— BHE3aIllHas1 CMEPTh

VY GOJIBHBIX C PUCKOM BHE3AMHOW CMEPTH OOJIbLIOE BHUMAHUE YAENAETCS
yanuHeHuto uaTepBana QT kak ¢akTopy pHcka >KelyI04KoBbIX apuTMuil. OgHaKo
psan  HaOJIOJEHUM, TMPOBOAMBIIMXCA B TMOCIEAHEE BpeMs, [OKa3aja, 4YTo
POAPUTMOTEHHYIO pOJib Urpaer u ykopoueHue QT, HaOm0ogaeMoe HMMEHHO Yy
6onpHBIX ¢ Cb u maumonaruueckoit ¢ubpwLIsAiuen xemynoukoB. [Ipemnaraercs
Jaxe TEPMUH «CHUHAPOM ykopoueHHoro uHTepBaia QT» (Gussak 1., 2000). Hamm
HAOJIIOICHUS] CBUIETENBCTBYIOT O TOM, 4YTO y Bcex O00apHBIX ¢ Cb oTMedeHbl
3HaueHus uatepsaina QT Menee 50 npoueHTHIN, a y HanOoJIee TSKENBIX OONbHBIX
— wMeHee 5. OTW H3MEHEHUs MOryT ObITh CBSI3aHBI C OCOOEHHOCTSMH
aneKTpodu3nooruu Kapauomuonuta npu Cb — 3HaYNTEIBHBIM YKOPOUEHUEM 2-
¢da3pl nmoTeHMaNa ACHCTBUS B AMUKApAE MPABOro KedyJqouka (MpU yUTMHEHUH
untepBana QT 3anelicTBOBaH NPOTHUBOIOIOKHBIN 3IEKTPOPU3UOTOTHUECKUN
MexaHu3M). O4eBHUIHO, ACHHXPOHU3M PEIOJIIpU3aLUH JIF000H MPUPOIbI OBHIIIAET
ApUTMOT€HHYI0 TOTOBHOCTh MHOKapnaa. [Ipu XoATepoBCKOM MOHUTOPHMPOBAHUU
MOXET OTMEYaTbCsid BBICOKMI LupkaaHbiii uHaekc (LM — oTHomeHue cpenHen
nHeBHOM Kk cpeaneit HouHot UCC) — Gounee 1,45 (Hopma ot 1,24 1o 1,44).

[Ipeanonaraercsi, YT0O NOMHUMO T'€HETUYECKHX HAPYLIEHUI Ba)KHYIO POJb B

pazsutuu noaumopduoi KT u ®XK npu Cb urpaer akTUBHOCTb aBTOHOMHOM



HepBHOU cucteMbl. B oqnom u3 uccinenoanuii(Kasanuki H., Ohnishi S., Matuda N.,
Nirei T. Idiopathic ventricular fibrillation induced with vagal activity in patients
without obvious heart disease.Circulation,1997) Obun mONMy4YeHBI JaHHBIE,
JIOKa3bIBAIOIIME CTUMYNIHpYyIomui 3¢pdekr Baryca Ha pasutue PXK. B stom
HaOmoennu y 6 nanuentoB Ha ¢pone Cb anuzonst @K umenu mecto Bo BpeMsl CHa,
OTZIbIXa WJIM MOYEHUCIYCKaHHUsI, TO €CTb B MOMEHTHI 3aMEJIJIEHUSI CHHYCOBOT'O PUTMa
u Bo3pactaHus 3HaueHuss HF (BbICOKOUACTOTHOM COCTaBIISIIOLIEH CHEKTpa
pPUTMOrpaMMbl) U HE BO3HHUKAJIU BO BpeMs (uznueckoil Harpy3ku. DKI' npusHaku
Cb nosBisiMCh TOCNI€ BBEACHHS MPONPAHOJIOJIA, TUIIEPBEHTUIISALUA U HA000POT
ucyesayin mocyie (U3MYECKOW Harpy3kd W WH(Y3un u30mpoTepeHosa. Takum
o0pa3oM, ObLIIO MOKa3aHO, YTO AKTUBAIIMS MApACHMIATHYECKON HEPBHOM CHCTEMBI
WM TOPMOXKEHUE CUMITATUYECKOW UrpaeT poiib B aputmorenese npu Cb. O6 atom
)K€ CBHUJICTEJILCTBYET yBenuueHue »sieBanuu cermeHta ST mnpu BBeaeHUH
XOJIMHOMHMETHKOB. JloKa3aTenbCcTBOM cuMIarndeckon auchynkumm npu Cb
cnykut takke uccienaopanue (Wichter T., Matheja P., Eckardt L. Et al. Cardiac
autonomic dysfunction in Brugada, syndrome. Circulation 2002 Feb 12;), B koTopom
OblI0  OOHApY)XEHO  MECTHOE€  CHIKeHue  oOpatHoro  3axBata  123I-
MeTaloA0CH3WITyaHUANHA  (aHaJiora  HOpPAApCHAIMHA)  MPECHHANTHYECKON
MeMOpaHoil KapAuaIbHBIX HEUpOHOB y 47% marnuentoB ¢ Cb u Hu y omHOrO M3
IpyIIbl KOHTPOJiA. Takke MoKa3aHO, YTO KAaTEXOJaMUHbI YMEHBIIAIOT 3JIEBAIIUIO
cermenTa ST u B psiae cirygaeB kynupyrot QXK.

Kpome toro, B matoreneze Cb BO3MOXKHO UIpaeT pojb AUCOATAHC MEXIY
anbda- U OeTa-aApeHepruueckoil crumyssanueil. Tak Mpu BBEICHUM MallMeHTaM
anb(a-aIpeHOMUMETHKOB UK O€Ta-apeHo0I0KaTOPOB HAOII01aTIOCh YBETNUEHUE
aneBanuu cermeHta ST, a mpu BBeAeHHM alib(a-aapeHOOIOKaTOpOB U Oera-
aJpEHOMUMETHUKOB — €€ YMEHBIIICHUE.

Takum oOpa3zoM, HEOOXOAUMO HCCIENOBAHHE TPE- M MOCTCHHANTHYECKOM
(GYHKIIMM CHUMIATUYECKOT0 W MapacUMIIATUYECKOTO OTJEJIOB BEreTaTUBHOMU
HEPBHOW CHUCTEMBbI [l PEIICHUs BOIMpOCa, SBIAETCS JH 3TO TEPBUYHOU

CUMITATHYECKON AUCOYHKIIMEH Ui TUCcOaJIaHCOM MEXTy ITUMHU JBYMsI OTICTIaMH.



B nureparype BcTpedaroTcs ykKazaHWs Ha MHOsiBIeHHWE TUNHYHBIX i1 Cb
m3meHeHni Ha OKI' mox BO3meMCTBHEM ApPYruX NMPUYAH OMHMO T'€HETHYECKOU
natosioru. Tak omucanbl OpyramononooHsie u3meHeHuss DKI' y GombHOrO BO
BpEMsI JIMXOPAJKH, KOTOPBIE, OJHAKO, HE ObUTH MOATBEPKICHBI TPU HOPMATU3alUU
TEMIIEPATYPbl TECTOM C BBEICHHEM AaHTHAPUTMUYECKUX IpenaparToB | kiacca.
Nsmenenust Ha OKI' mo tunmy Cb 0e3 KIMHWYECKUX MOATBEPKIACHUN CHUHApPOMA
MOTYT HaOJIF0/1aThCs Y MALIMEHTOB € AKCKaBallUel IpyJHOM KIIETKH (BEpOSITHO HU3-32
XPOHUYECKOTO MOBPEXKICHUS MIPABOT0 KeNyA04YKa), Ipu remonepukapae. Onucan
ciyuail peructpauny TunnyHoM uisi Cb OKI' kKapTUHBI IpU ONyXOJIU CPENOCTEHUS
¢ nHopmanuzauuen OKI' mocne ee ynameHus, 4TO, BO3MOXKHO, CBSI3aHO CO
CHABJICHUEM OIIYXOJIbIO BBIHOCSILIETO TpakTa IMPaBOro kenyaouka. Mmerorcs
coobuieHust o mosieieHun npuszHakoB Cb B mpu ynorpeGieHun OONbIIUX 03
KOKauHa, TPULUHUKINYECKAX aHTUJIETIPECCAHTOB, OJHAKO TPYIHO CYIAUTh, SBIISIETCS
a1 3TO mposiBieHueM ckpeitoro Cb unm nmpuobpereHHbIMU Opyraaonogo0HbIMU
U3MEHEHHUsIMU. B Hacrosimiee BpeMs ONMCAaHbl CIEAYIOIIHE COCTOSHUS U
3a001€BaHusA, BBI3BIBAIOIINE Opyragonogo0Hble HM3MEHEHUS: THUIEePKATUEMUs,
TUNEPKATbLIEMUS, nedunur THAaMUHa, OTpAaBJICHUE KOKanHOM,
TUIIEPIIApAaTUPEOUIN3M,  THIEPTECTOCTEPOHEMUS,  OIYXOIM  CPEIOCTEHHS,
apUTMOTEHHAs IUCIUIa3usl MPABOTo JKEIy0UKa, MePUKApAUT, HHPAPKT MUOKap/a,
creHokapaus [lpuHumMerana, MexXxaHW4yecKass OOCTPYKLMS BBIXOJSILErO TpakKTa
IPaBOro eIyJouKa OMNYXOJSIMU WIM HpH TeMollepukapie, TpoMOodIMOous
NErOYHOM apTepUH, pACCIAUBAIOIIAs AHEBPU3MA AOPThI, PA3JUYHbIE AHOMAJIUH
LHEHTPAJIbHOM M BEreTaTUBHOW HEPBHOW CHUCTEMbI, MBbIIIEUHAss AUCTPOPus
Jromenna, arakcus @penepuka. [IpuéMm  nexkapcTBEHHBIX  IIPENaparos,
WHTUOMPYIOUIUX HATPHUEBBIE KaHAJbI, TaKke MOKeT BbI3biBaTh Cb. JlekapcTBeHHO-
MHAyuupoBaHHbIM Cb onmcaH INpH J€YEHWHM MECAIA3WHOM, BAarOTOHUYECKUMU
npernaparamMi, — 0-aJlpeHEpruuyecKUMU  aroHHCTaMH,  B-aIpeHOOJIOKATOpaMH,
AHTUTMCTAMMHOBBIMHM  IIpEMaparamMu 1-0ro  IMOKOJIEHWS, aHTHUMAaJSpUNHBIMU
CPEACTBAMH, CEHATUBHBIMM, AHTUKOHBYJIBCAHTAMM, HEHUPOJIENTUKAMH, TPHU- U

TCTPALIUKIIMYCCKUMHU AHTHACIIPCCCAHTAMU, IIpCliaparaMu JINTHUA. IIo JaHHBIM



OKCIEPUMEHTOB in Vitro M in Vivo, CEKIIMOHHBIX M KIMHHYECKUX HMCCIETOBaHUMN
AHTUKOHBYJIbCAHTBI, AHTHACTIPECCAHTHI, HEUPONCNTHKH, aHKCUOJHTHKHA U
HOPMOTHUMUKH CIHOCOOHBI OJIoKHpoBaTh ObicTphie KanueBble HERG-kanambl,
HaTpueBble KaHaibl (BeiencTeue nedekra rera SCNSA) u kanblreBble KaHATbI L-
TUTIA, BBI3bIBAS, TaKUM O0Opa3oM, (YHKIHOHATBHYIO HEJOCTaTOYHOCTH BCEX
KaHaJoB cepaia. Mimeromuecs B MequIIMHCKOM TuTepaType coobmenus o Cb, TecHo
aCCOIIMMPOBAHHOM C MPUEMOM IICHXOTPOITHBIX MPEIapaToB, KACAKOTCS, B OCHOBHOM,
CYMIIMIOB, CIIy9acB MEPEJO3UPOBKH WU MHTOKCUKAIMH, TO €CTh MPU TOKCHUYECKHUX

7103aX JIEKapCTBEHHBIX cpenicTB (overdose).



JleueHnue

Jis npenynpexaeHus puopmisanuu xenyoukoB npu Cb ucnonb3yrorcs
KJIACCUYECKHUE aHTHApUTMHUYECKUE TpenapaThl, odbecneunBaromniue 3gpdext B 60%
ciayyaeB. ['eHeTHYeCcKM JEeTEPMHUHUPOBAHHOE IOPAKEHUE HATPHUEBBIX KaHAJIOB
TEOPETUUECKH IPEIoIaracT MEHbIIYIO 3PPEKTUBHOCTb NIpenapaToB 1-i rpymnisl,
a TakXe BO3MOXHOCTh TMPOSIBICHUS NPOApUTMOreHHOro »sd¢deKkra mnpu ux
ucrnoib3oBaHuu. CornacHo anroputMy (GOPMHUPOBAHUS AHTHAPUTMHUECKON
Teparnuu, U3BECTHOMY IOJi Ha3BaHUEM «cuuuiauaHckuii ramout» (Europ Heart J,
1991; 12), aHTHapUTMUYECKMMHU Mpenaparamu, OOECHEUYMBAIOIIMMU AKTHBHYIO
0JI0Ka/sly HATPUEBBIX KaHAJIOB, SIBJISIOTCS HOBOKAMHAMM/I, AU30NIUPAMUJL, XUHUIMH,
PUTMOHOpPM, TWUIypUTMal, (JIeKauHuA, OHHKaWHUJ. MeHee BbIPAKEHHOE
Onokupyroliee NeiCTBUE OTMEUEHO Yy JHMAOKaWHA, MEKCHJIETHHA, TOKauHHJA,
Oenpuania, Bepanamuia, KopaapoHa u o03ugaHa. MoKHO NMPEANION0KUTb, YTO PU
Cb Oonee 0Oe3omacHO MPUMEHATH NpeNapaTbl, HE OJOKUPYIOUIME HATPUEBBHIE
KaHajbl, — JWITHA3EM, OPETUIINYM, COTAJIEKC, HAJ10JI0J (Koprap.).

B neuenue ¢ 60% 3P (HeKTUBHOCTHIO UCIIONB3YIOT KOPAAPOH U B-0JI0KaTOPHI.
[Ipu pa3BuTHUM NPUCTYNOB Taxukapauu 3(P(EKTUBHBIM SBISETCS BBEACHUE
u30mnpoTepeHoa. B mocneaHue rojpl mosBUIOCH cooluieHne 00 3 (PpeKTUBHOCTH B
KJIMHUYECKUX U SKCIIEPUMEHTAIIbHBIX UCCIIEI0BAHUSX MTPH JUIUTENbHOM Tepanuu Ch
XUHUANHA, (HOchHOANICTEPA3HBIX UHTUOUTOPOB (IIUII0CTA30IT), KAPIUOCEICKTUBHBIX
0Ji0KaTOpPOB TOKa Ito.

Hanbonee  3ddexTuBHBIM  METOAOM  MPEAOTBpPALIEHUS  PA3BUTHS
KU3HEYTpOXKAIOIMUX apuUTMHUM y O00abHBIX Cb Ha CeromHAIIHUI JEHb SBISETCS

MMIUIAHTAIUS KapIUOBEPTEPOB-1ePUOPUILIIATOPOB.



3aKIr0uYeHUE

MupoBas CTaTUCTHKA CBUAETEIBCTBYET O MMUPOKOM pactpoctpaneHuu Cb B
mupe. Bmecte ¢ TeM Hu3Kas ero BBISIBISIEMOCTb B HacTosiiiee BpeMsi B Poccuu,
OYEBHUJIHO, CBSI3aHA C MCEHBIICH OpPUEHTALMEN Bpayel HAa BECh KIMHUKO-
ANIEKTpOKApaAUOTpa@UUecKrii  CUMOTOMOKOMIUIEKC, 4YacTO HE  UMEIOIIUN
O0COOCHHOCTEH B OTIIENBHBIX COCTABJISIONINX, MTO3BOJISIONIUX YBEPEHHO MOCTABUTH
nuarao3. [1oaToMy y BceX OOJBHBIX C CHHKOTAIBHBIMU COCTOSIHUSIMH HESICHOU
ATUOJIOTUH, HOYHBIMHM MAPOKCU3MaMHU YAYIIbs, CIydasMHd BHE3AlHOW CMEpPTU B
ceMbe (0COOEHHO B MOJIOJIOM BO3pacTe M B HOUYHOE Bpemsi), TUnuyHbiM OKI -
NaTTEPHOM HEOOXOAMMO HCKIIOUUTh cuHapoMm bpyrama. Jlng storo Takum
nalueHTaM CjeayeT MPoBOaUTh (papmakogoruueckue mpoosl, guHamudeckoe IKI -
o0OcnegoBaHNe Kak camoro OOJBHOTO, TaK M €r0 POJCTBEHHUKOB, XOJITEPOBCKOE
MoHuTOpupoBanue. Kpome Toro, ogHuM u3 Hambojee IOCTOBEPHBIX METOJIOB
nrarHocTUk Chb ABisieTcss MOJEKYISIPHO-TEHETUYECKOE UCCIEAOBAHUE.

[Iporno3 npu Cb cepbe3Hblil. bonbHBIE 4aCTO YMUPAOT BO BPEMS IIPUCTYIIOB
Bcaencteue @MXK. Yacrora BHE3anmHOW CMEPTH MOpU OTCYTCTBUU aJEKBATHOTO
JICYCHHMSI TIO JAHHBIM Pa3HbIX aBTOPOB Kosebuetcs oT 10 1o 40% B roa, mpuyem puck
JUIsl OOJIBHBIX C MOCTOSIHHBIMHM U nepuoandeckumu udmenenusmu OKI sBusiercs
OJINHAKOBBIM.

Baxno AKTUBHO nH()OPMUPOBATH Bpaueu 0 KJIMHUKO-
AIEKTPOKAPUOTPAPUUYECKUX TPOSBICHUSIX 3a00JieBaHUsl, YTO 3HAYUTEIIHHO
MOBBIIIAET BBISIBIIEMOCTh BCEX 3a00J€BaHMI C PUCKOM BHe3amHOM cmepTu. Tak
MPAKTUYECKUA TOCJIE€ BCeX KOH(EpeHIM M JeKuui mo cuHiapoMmy bpyraga B
KJIIMHUKAX, TJIe TPOXOJIUT aKTUBHBINA MOTOK OOJBHBIX, BBISIBISIIOTCS HOBBIE CIIy4yau

3200JI€BaHUA.
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