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AJIEKTPUYECKOE PEMOJAE/IMPOBAHUE
TP KOMIIEHCHPOBAHHOM TMITEPTPO®HH CEPIIIA

JI. A. boxepua®, O. JI. boxepus, H. H. Asepuna

Hay4HbIlh LEHTP cepaeyHOo-cocyamncTom xmpyprun um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

Tuneptpodus xemynoukoB (I'2K) — ato cTpykTyp-
Hasl ajanTauus Cepila, pasBMBalOLIasCd B OTBET Ha
BPOXICHHYIO WM IPUOOPETEHHYIO ITaTOJIOTHIO IUIS
CHIDXKEHUSI HAaMpsDKeHUsT CTeHKU Muokapaa [1—4, 20].
K OCHOBHBIM 3THOJIOTUYECKUM (DaKTopaM, ITPUBOISI-
UM K pa3Butuio 2K, oTHOCSITCS reHeTHYecK1e MyTa-
uu 0eJKOB capkoMepoB [5], uiemuudeckasi 00Jie3Hb
cepalia (YMEHbIIIEHHE KOJIUYECTBa XXU3HECITOCOOHOTO
MMOKap/aa), NaToJOTUs KJIAMmaHoOB cepAua (o0bemMHast
neperpyska Wid Ieperpy3ka 1aBjieHueM) U apTepualib-
Has runepteHsus [1, 3, 4, 57].

ITepBOoHAaYaIbHO TEPMUH «PEMOIEIMPOBAHKUE» UC-
MOJIb30BAJICS ISl ONTUCAHUS CTPYKTYPHbBIX U3MEHEHU I
cepaia — runepTpoduu u auiatanu. B nanpHeiemM
ObUTO MOKa3aHO, YTO MPOLIECChl PEMOACTUPOBAHUS,
ajanTaluu cepAua BKIIIOYAIOT B ce0s U3MEHEHHUS Ha
Pa3IMYHBIX YPOBHSIX (CTPYKTYPHOM, KJIETOYHOM U
3JICKTPUIECKOM ), KOTOPBIE BMECTE 00ECIIEUNBAIOT CO-
XpaHeHWe HOpMabHOU Nepudepudeckoil nepdysuu
(ctammst KomrieHcanuu). PemomennpoBaHMe JIeBOTO
xenynouka (JIZK) cepatia mpu XpoHUYECKO# cepaey-
Holl HepocTtatouHocTU (XCH) BKITIOUaAEeT cienyroiue
OCHOBHBIE MeXaHU3MBbI [ 1—4]:

— TUNEepTpoUI0 U yBEIUYEHUE MACChl MUOKap-
na JIZK;

— uU3MeHeHue (GopMbl (IMIaTalMIO0) U TEOMETPUU
JI2K (Bo BpeMst CUCTOJIBI KEIYIOYKM MPUHUMAIOT HE
SJIJTUTICOUIHYIO, a chepuuHYyIO HOPMY);

— 3aMeleHne paboToCIocooHOro MuokKapaa ¢puo-
PO3HOI TKaHbIO;

— afnomnTo3 KapAUOMMOIIUTOB (TIpOTpaMMHUpPOBaH-
HYIO TUOEb KJIETOK);

— TUTICPaKTUBHOCTh HEHPOTYMOPATBHBIX CUCTEM;

— PA3BUTHUE CUCTOJMYECKON U IUACTOJIUYECKOM
nuchyHkuru Muokapaa JIzK.

AKTHBalLUs HelporyMopaabHOW CUCTEMBI TIpU
XCH He TOJIbKO CIOoCOOCTBYET TUIIEPTPOPUM Kaparo-
MHOIIUTOB, OKa3bIBaeT Ha HUX IPSIMOE TOKCHUYECKOE
JeiCTBUE U UHAYLUPYET aroITo3, HO U BAUSET Ha aK-

TUBHBIC MeMOpaHHbIE CBOICTBAa KJIETOK MHUOKapma u
TpejpacriosaraeT K yIUIMHEHWIO TTOTeHIIMAIa IeHCT-
Buu (I1/1) u K ”BMEHEHMIO TOMEOCTa3a BHYTPUKIICTOY -
Horo Kanblus. [IposonrupoBanHbie [1]1 kpaitHe na-
OMJIBbHBI BCJICACTBUE BBIPAXKCHHOUW BapraOeTbHOCTH
YacCTOThI CEpIEYHBIX COKpalleHnil. OHU mpeapacno-
JIaraloT K Pa3BUTUIO TOTCHIHMAIBHO apUTMOTCHHBIX
PaHHEN M TIO3MHEN ITOCTOEIOJSIPU3ALUIN, KOTOpPLIE
MOTYT IIPUBECTU K BO3HMKHOBEHUIO ITOJUMOPGHBIX
XenynoukoBbix Taxukapauii (2KT). HapymeHnue mex-
KJIETOYHOTO 3JIEKTPUIECKOTO CLETUICHUS B Pe3yyIbTaTe
peMoIeTUPOBaHUs IIEJEBbIX KOHTAKTOB (MeMOpaH
COCEeIIHUX KJIETOK, coiepsKaliux Oeiaku, (hopMupyro-
IIMe KOHTAKT, ¥ OCYIICCTBIISIIONIINX JIEKTPOTOHNYEC-
KO€ COeJIMHEHNE KOHTAaKTUPYIOIINX KJIETOK) W aKTH-
BallMsl MEOMATOPOB BOCIIAJICHUSI CIIOCOOCTBYIOT
M3MEHEHUIO KJIETOYHOTO MHTEPCTUIIUS, YTO BEAeT K
3aMeUICHUIO TIPOBEICHMS 1 OjloKamaM. DTU HapyIle-
HUS TIPOBEJACHMSI CO3[AIOT CyOCTpaT HE TOJBKO ISt
pa3Butrst MoHOMOpPDHOM KT, HO U T MEXCKeTyI0d-
KOBOM TUCCUHXPOHUMU.

Co BpeMeHEeM IMPOIIECC PeMOICTMPOBAHUS CTAHO-
BUTCSI HEaIaNTUBHBIM, HACTYIAET CTaausl TEKOMIICH-
calvu cepAevyHOl HeJJOCTaATOYHOCTH, YTO, HECOMHEH -
HO, IPUBOAUT K YXYIIIICHUIO TIPOTHO3a, YBEJIUUUBACT
pUCK BHe3armHoit cMeptu [2—4, 37].

Mecto 2K B pa3zBUTUM XPOHUYECKON CepaeuyHOM
HEI0CTAaTOYHOCTU Bce elle obcyxaaercs (puc. 1). [o
CHX TIOp HETIOHSITHO, sIBNIsieTcst i [ 2K caMocTrosTenb-
HBIM MEXaHU3MOM MJI 3TO BCETO JIUIIb TPOMEKYTOU -
Has cTaausl, TPEAIIeCTBYIOMIAs ICKOMIICHCAIIMU U
Pa3BUTUIO CEPACYHON HEAOCTATOUYHOCTH.

Cama 110 cebe rurepTpodust JIeBOTO XeaydouKa
(I'I2XK) saBasieTcs (pakTOpoM pricKa BHE3aHO CMepTU
[4, 11, 38].

DJIeKTPUUYECKOE PeMOIEIMPOBAHUE TTPOUCXOIUT Y
OoJIbHBIX Kak ¢ koMmmeHcupoBaHHOU IJIK, Tak u ¢
XPOHUYECKOM CepAeYHOl HeIOCTaTOYHOCThIO [61]. B
OCHOBE 32JIEKTPUYECKMX M3MEHEHUU cepiia JIeXUT

* Anpec s repenucku: e-mail: leoan@online.ru
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Puc. 1. Ipaduueckoe npencrapieHre pa3BUTUS U MPOTPECCUPOBAHUS CEPACUHON HEMOCTATOUHOCTU (CILIONIHAS U -
HUsI); TI0 OCH OPIMHAT — COCTOSIHUE 3M0POBbsI, II0 OCH adcliecc — BpeMs. Ha HauaabHBIX cTamusx 3a00JIeBaHuUsI pa3Bu-
BaeTCsl KOMIEHCATOPHOE PEMOJIEIMPOBAaHKE, KOTa CeP/Ille MOXET BEPHYThCSI K HOpMaTbHOMY COCTOsIHUIO. KoMIieH-
cupoBaHHas runeptpodusl UM acuMnToMHas auchyHkius JIZK pa3BuBaroTcs A0 MPOTrpecCUpOBaHUsS CUMIITOMOB

nmexomrteHcanuu XCH [31]

Taonuma 1

DaekTpuyeckoe pemonemposanue npu 12K m XCH

HcrouHuk OOBEKT, MOJIENTb DTHonorus Msmenenue TIMITI
uHTepBasia Q—T

P. P. Davey et al. [14] Yenosek I'TIK cMmemanHolt aTHOIOTUM b. u. —
Y. Tsuji et al. [62] Kponuk XABDB + ctumynsims i) -
Y. Tsuji et al. [64] Kponuk XABDB + ctumynsius 1 -
M. Schoenmakers et al. [51] Cobaka XABB 1 1
M. Vos et al. [70] Cobaka XABbB 1 )
Y. Tsuji et al. [64] Kponuk XCH, ctumynsius I —
S. S. Chugh et al. [13] Cobaka XCH, crumyasiuusi — 1
M. H. Hsieh et al. [26] Cobaka XCH, ctumynsius 1 )
M. P. Pye, S. M. Cobbe [43] Kponuk Doxorubicin — b.u./t
P. P. Davey et al. [14] YenoBek XCH cMmemaHHO 9TUOJIOTUM 1 —

Mpumeuanue. [NIK — runeprpodust ieBoro xenynouka; XABb — xpoHudeckast aTpuoBeHTpUKYJIsipHast 6iiokana; 1, |, b. u. —

yBeJIMYEHUE, YMEHbIIIeHHEe, 0e3 U3MEHEHU COOTBETCTBEHHO.

YBEJIMYCHME TTPOIOKUTSIIbHOCTY ITOTeHIIMAIA TeICT-
Bus (ITIT1) (puc. 2; Tada. 1, 2). Kpome Toro, mpouc-
XOIUT HapyIIeHUEe IMPOBOIUMOCTH [34] 1 M3MeHEHME
«roMeocTasza» Kajablus [54]. DaekTpuyeckoe pemMoe-
JINPOBaHUE MOXET WHUIIMHPOBAThH apUTMUM (TIPO-
ApUTMOTE€HHBIN 3(P(PEKT) ¢ BLICOKMM PUCKOM BHE3all-
HOI1 cepaeuHoit cMeptH, yaiie Bcero ot KT [77].
ApUTMOreHe3 Takxke OOYCIOBICH IMCIEpPCHUei
MPOIOJKUTEIHHOCTH TTIOTeHIIANA ICCTBUS: pa3HUIIA

MEXIY CaMbIM [UTMHHBIM M CaMbIM KOPOTKUM ITOTE¢H-
LyajJoM AefcTBUS (IMcrepcus MOoTeHUMana AeHCT-
Bus) ipu XCH okaswiBaeTcst 00JIbIIE, YeM B HEM3ME-
HEHHOM (HOpPMaJIbHOM) Cep/lie.

Llenp 3TOM cTaThU — OATh KPaTKUIL 0030p pa3ima-
HBIX 3JIEKTPOGU3UOIOTUUECKUX U3MEHEHU I, KOTOPhIE
MPOUCXOIAT MPU KoMIeHcupoBaHHOM [ K 1 xpoHuue-
CKOI1 cepaeuHoii HemoctaTrouHOCTH. [Tpoliecch anek-
Tpuyeckoro pemogenupoBanust (DP), cBsizaHHBIE C
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Tab6nuuma 2
IMoTeHumanbl AeiCTBUS KJIETOK XKeJYI0YKOB U KJIeTOYHbIe HOHHbIE TOKH
VlcTouHUK ?Agzeeﬁ, Druonorust  |Penorun| T Ina | Y I, | % Ix
P. Bailly et al. [8] Yenosek CmeniaHHas Her 1 — — b.u — —
R. B. Kleiman, Komka 'K Ha — — — — | 1
S. R. Houser [33]
R. E. Ten Eick Komka 'K Her — - — i - -
et al. [58]
T. Furukawa Komka ITepexarue Her 1 - — — } -
et al. [18] aopTHI
S.J. Rials Komka Ilepexarue Her 1 — — — — —
et al. [45] aopThHI
S. J. Rials Kponuk I/H Ha 1 — — — — —
et al. [46]
S. J. Rials Kponnk I1/H, Ha - — b.n 1 - i)
et al. [47] 3 mec
S. J. Rials Kponuk I1/H, Ha — — I 1 — b.u
et al. [47] 6 mec
M. A. Mclntosh Kponuk Hedpur Ha 1 — — | — —
et al. [39]
A. M. Gillis Kponuk [Tepexarue Her 1 - — | b.u. 1)
etal. [19] aopThI OBICTPBIN
R. U. Naqvi Kponuk Ilepexarue Ha 1 - b.u — - -
et al. [40] aopTHI
Y. Tsuji et al. [62] Kpommk XABB+ Ha 1 — — Bb.u. | ObicTpBIit 1
CTUMYJISIIUST U MeJIeH-
HBII
K. Sipido et al. [54]  Cobaka XABb Her — — b.u — — —
P. Volders et al. [69]  Cobaka XABbB Her 1 - - - — -
P. Volders Cobaka XABb Her — — — b.u b. n. b.un
et al. [68] OBICTPBII,
| MenjieH-
HBIT
G. Antoonsetal. [7]  Cobaka XABb Her — | TMKOBBIA ~ — — — —
L. S. Song Cobaka [Tepexarue Ha — - b.u — — -
et al. [55] aopThI
F Charpentier Xopek I'mex Her 1 - — — - -
et al. [12]
Y. Tsuji et al. [63] Kponuk Crumynsuust Ha 1 — | | | obicTphIii  B. n.
npu XCH U MeNJIeH-
HBII
Y. Tsuji et al. [64] Kponuk Crumynsauust Ha — — — — b. n. —
npu XCH OBICTpBIA,
| Menien-
HBII
S. Kaab et al. [28] Cobaka Crumynsuust Ha — — b. u. | — A
npu XCH
B. O'Rourke Cobaka CTuMyIsIust Ha 1 — b. n. — - —
et al. [41] npu XCH
C. R. Valdivia Cobaka CruMynsuus Her - | MUKOBBIN, — - - -
et al. [65] npu XCH 1 Mo3mHUIA
S. Zicha et al. [75] Cobaka DMOoIM3anms Ha — | MMKOBBIIT ~ — — — —
G. J. Rozanski Kponuk Crumynsius Ha 1 - b. u. - | b.u
et al. [50] npu XCH
C. R. Valdivia Yenosek XCH Her — | MUKOBBIN, — - — -
et al. [65] ! mo3nHuit
D.J. Beuckelmann  YemnoBek CTumynsmust Her 1 — — — | !
etal. [9] npu XCH
S. Kaab et al. [29] Yenosek Crumynsust Hda - - - | - -
npu XCH

IMpumeuanue. «/la» B kosoHke «@eHoTun» ykasbiBaeT Ha Haaumuue [JI2K wiun XCH; I'TIXK — runeprpodust mpaBoro xeyaod-
ka; [1/H — mepexaTue moueyHo# apTepuu ¢ KOHTpajaTepaibHOU HedpakTomueit; XABB — xpoHuueckast aTpMoBEeHTPUKYIISIpHASI
onokana; Iy, — Na*-Tok, ¢ paHHMM U TTO3HMM MaKCHMAJbHBIM ITMKOM (ITMKOBBIN) COOTBETCTBEHHO; I, — L-tum Ca?*-Toka;
I,, — TPaH3UTHBIII BBIXOAAIIMII KalneBblit MOTOK; Iy — mosmHuit, npsimoit K*-Tok, ¢ ykazaHueM ObICTPLIX ¥ MEAIEHHbIX KOMIO-
HEHTOB COOTBETCTBEHHO; Iy, — BXoasmuii npsamoii K*-tok; 1, |, b. u. — yBeauueHue, ymeHblleHue, 63 U3MEHEHUIT COOTBETCT-

BCHHO.
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400 mc
a KOHTPOJb

400 mc
0 rmnepTpoous

Puc. 2. TloTeH1MabI AEUCTBUS U30JIMPOBAHHOIO BOJIOKHA Cy03HI0Kapaa neperopoaku JIZK (rmyouna < 3 MM) 310po-
BOToO cep/iia (a) Uy raiueHTa ¢ aopTalbHbIM CTEHO30M U KoMmIieHcupoBaHHo# [JI2K (6). dnuHa iukiia — 2500 mc; TeM-
neparypa — 35 °C. ManeHbkuii 3yoenr (MOpdOJIOrus «IIUIM U KYIToJ») 1-i (pa3sl ITOTeHIIMAIA IeMCTBUS YKa3bIBaeT Ha
MIPACYTCTBUE TPAH3UTHOTO BBIXOIALIETO KaJINEBOIO TOKA I, B KOHTPOIBHOM Ipenapare (310poBoe cepaLe). Y 00IbHO-
ro 9T0T 3yoOell oTcyTcTByeT. Maza paHHEro IMaaro MoTeHIMaaa AeCTBUS Bblllle, JIUTEIbHOCTh MOTeHIMANA AeMCTBUS
yBeJInueHa B runieprpodupoBaHHoM cepatie. [TpomosskuTtebHOCTD oTeHuana aeiictsust IT11 cocraBuiia: KOHTpOJIb —

384+23 mc; y 60abHBIX — 449111 mc [8]

M3MEHEHMEM TMPOBOAMMOCTU B IIPEACEPAUsIX, OIMCa-
HBI B Ipyrux myonukanusx [16, 25, 48, 53, 61]. Kpome
TOTO, OyIYT OCBEIIEHBI BOITPOCHI BpEMEHU PA3BUTUS U
oopatumoctu DP nipu TJI2K. Tlpu KAIMHUUYECKUX Ha-
OMromeHUsIX BBISIBIIEHO, 4TO DP Bcerma mpoumcxomuT
npu komneHcupoBaHHoil [JI2K wnu XCH. Brto maet
OCHOBaHME IJIT paccMOTpeHus DP Kak TociaencTBus
JII060TO MOBPEXAEHUA CepLa. DIEKTPUIECKOE PEMO-
JIeTPOBaHUE OYIET TAKKe PACCMOTPEHO KaK MpUYUHA
pasutus [J1K.

3JIEKTPHUYECKOE PEMOJEIMPOBAHUE
IIPU TUIIEPTPO®UU JKEJTIYIOUYKOB
M XPOHUYECKOM CEPJEYHOM
HEJIOCTATOYHOCTH HA MOJIEJIAX
JKUBOTHBIX

Heonnoponnoe ymiunenue IITT0 MoxeT npuBo-
INTh K YBEIWYCHUIO OHMCIICPCUM PETOJISIpU3ALIUN,
BPEMEHHOM M IMPOCTPAHCTBEHHON IUCIIEPCHU. DTH
mapaMeTpbl BaXXHBI 71 IOHMMAHUS apUTMOTEHE3a.
Bo3MoOXXHOCTU M3ydeHUS 2JIEKTPOGU3ZUOTOTUYECKUX
JAaHHBIX B TUNEPTPOMUPOBAHHON CepIeuyHON TKaHU
yejoBeKa orpaHuyeHsl [23, 33, 45, 66], mostoMy
MPUPONY BJIEKTPUIECKOTO PEMOJCIMPOBAHUS TIPU
runepTpoun U3yJyaroT Ha MOACISX XUBOTHBIX. BbI-
0Op XKMBOTHOTO OYE€Hb BaXKEH C TOUYKM 3pEHUs BO3-
MOXHOCTHM 3JKCTPArNoJsiiUM AaHHBIX Ha 4YesoBeKa.
KpBICH ¥ MBI KMEIOT KOPOTKUE MMOTEHIINAJIBI Ieii-
CTBHSI, Y KOTOPBIX OTCYTCTBYET ILIATO, IIO3TOMY 3THUX
KMBOTHBIX HelleJeco00pa3HO WCIOJAb30BaTh IJIs
n3ydyeHust agantauum pernonspuzauuu [21]. ITo-
CKOJIbKY OCHOBHBIM MPOLECCOM IPU IJTEKTPUUECKOM

peMOAeIMPOBAaHUN TUMEPTPODUPOBAHHOIO cepalia
apasietcs yBeauuyenue ITIT]1 3a cuet uaMeHeHus B pe-
MMOJISIPU3AIIMM, MOJCIN MaJICHbKUX TPHI3YHOB HE MC-
MOJIb30BAJIUCH B UCCIIETOBAHUSIX.

BoapmmHCTBO Momeneit TunepTpodru moIyJaroT
B pe3yJibTaTe MEXaHMYeCKOW Ieperpy3ku oO0beMOM
WIN gaBieHueM. [urmepTpodust mpaBoro Xeayaoyka
BbI3bIBasIach y Kolek [32] u xopbKoB [12] mepexaTu-
eM JierouHoi aptepun. OTHOCTOPOHHSIST HE(PPIKTO-
MUsI U KOHTpasaTepalbHOE MepexxaTue MoYeuHoi ap-
Tepuy TIPUBOAMIN K Pa3BUTUIO PEHOBACKYISIPHON
runepreH3uu ¢ komrneHcuponaHHoii I'JI2K. IMepexa-
TUE aOPThl MPOBOAUIOCH Kpojukam [40] U koliKam
[18, 45].

XpoHnuecKast ToJTHasT aTPUOBEHTPUKYJISIpHAsI OJ10-
kana (XABB) y cobak xapakTepr3oBajach dJeKTpHUUe-
CKHM, CTPYKTYPHBIM M COKPATUTEIbHBIM PEMOICINPO-
BaHMEM B pe3yJibTaTe Ieperpy3ku oobemMoM [15]. Dra
MOJIEJTb ONITUMAJIBHO MOIXOIUT IJISI M3YUEHUST pa3Bu-
TSI 3JIEKTPUICCKOTO PEMOICIUPOBAHMS XKETyIOIKOB
B CTaIUM KOMIIEHCALlUU OWBEHTPUKYJSIPHON TUIIep-
TpoUU 1 TIPH KEITYTOIKOBOM TaxuKapanu «torsade de
pointes», BbI3BAHHOM pa3IMYHBIMU JIEKAPCTBEHHBIMU
npernapatamu [60]. Y KpoaukoB Gpamukapausi TPUBO-
IUT K U3MEHEHUSIM B TeéMOAMHAMHMKE C BBICOKON
CMEPTHOCTBIO TIPH OTCYTCTBUHU 3JIEKTPOKAPIUOCTUMY-
gaunn [62]. Tlpu npoBeneHUM aaeKBaTHON 3JIEKTPO-
KapIMOCTUMYJISILIMY pa3BUBACTCSI OMBEHTPUKYIISIPHASI
ruriepTpodus 6e3 IPU3HAKOB CepACUHOI HEeT0CTaTOU-
HocTH [64]. Mopaenb cepaedHOl He0CTaTOYHOCTH CO-
3maeTcs MpU WCIOJb30BAaHUM YacTOM KETYIOYKOBOIM
CTUMYJISILMU Y cO0aK ¥ Kpoaukos [13, 40] wiu npu no-
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Puc. 3. Cxema pa3IMuHbBIX YPOBHEI UCCIIEIOBAHUS IEKTPHUECKOTO peMoaeanpoBanust: DKI — anekTpokapauorpam-
ma; [IMIIl — npono/KuTeIbHOCTh MOHO(A3HOro MOTeHIIMAalIa JeCTBUS

BTOPHBIX 3MOOJIU3ALUSIX, TPUBOASIIUX K PerMOHaIb-
HOW uileMuu y codak [73].

IIPOIIECCHI JIEKTPUYECKOM
AJAIITAIIN B TUIIEPTPO®HIPOBAHHOM
MMWOKAPIE 1 ITPA XCH

DJeKTPUYECKOe PEeMONEMPOBAHUE KEJyI0YKOB
MOXET OBITh OIMMCAHO M IIPEACTABIIEHO Ha pa3jIdd-
HBIX YPOBHSX, HAUMHAS C 3JECKTPOKAPAUOIPaMMbI U
3aKaHYMBast U3MEHEHUSIMY MOHHBIX KaHAJIOB (puc. 3).
[Tpoucxonar usMeHeHUs IPOAOIKUTETbHOCTH MOHO-
(asHoro noreHumana aeiicteus (ITMII) 1 MOHHBIX
TOKOB. B Tabnumax 1 u 2 cyMMuUpoBaHBI 2JIEKTpOdu-
31MOJIOTMYECKUE U3MEHEHUS Ha Pa3IMYHbIX YPOBHSIX.
B »tux Tabmmiiax Impolecchl amamnTalliy-pPeMOICIIH -
poBaHus mnpeacTtaBieHbl otaeabHo npu 2K u XCH
IIJIST TOTO, YTOOBI OBLIO JIeTYe MOHSITH Pa3INIne MeX-
Iy 9TUMU MATOJOTUYECKUMU MPOILIECCAMMU.

JnekTpokapanorpagpuIecKne JaHHbIe

B xmmHMYeCKOi MpakTUKe TTOBEPXHOCTHAS DJIeK-
TpoKapauorpaMma mnpejacTaBisieT coOO0I N1OCTYITHBIM,
MPOCTOM WHCTPYMEHT JUJISI OLIEHKM 3JIEKTPUIECKOTO
pemonenupoBaHus cepaua B HenaoM. [lo naHHBIM
3JIEKTPOKAPAMOTPAMMBI MOXKHO OTIPEIEIUTh YIJIMHE-
HUE KJIeTOuHO# penoisipuszauuu npu [TI2K, yaiune-
Hue uHtepBaia O0—17T.

B Hacrosimee BpemMs YOIMBUTEILHO Majio JaHHBIX
00 nsmeHenuu I[NMIIJI u KOppUripoBaHHOTO UHTEP-
Bala Q—Tc y manmuenToB ¢ [JIK. B omHOM M3 mccie-
JNIOBaHUI OBLIO MOKAa3aHO OTCYTCTBUE YBEIWYEHUS
unTepBasia Q—Tc y 6onbHbIX ¢ [JI2K Mo cpaBHeHUIO C
KoHTposeM [14]. ¥V kponukoB u codak ¢ XABb mpo-
ucxoauio ysenrudenue Q—7¢ mapauiesbHO C YBEIu-

yenuem [IMIIM [51, 63, 64, 70]. OgHOBpeMeHHOE
yBeJIMYEHNE 3TUX ITOKa3aTeseil, a TakxKe MPOJOJIKI-
TEJTBHOCTY PErMOHAIBHON PEeTOISIPU3aLNN TTPONCX0-
muT B Momensix ¢ XCH (cMm. tab6m. 1).

Nismenenus IIoTEeHIAaJIa Il.'[eI‘/JICTBI/UI KJIE€TOK
1 HOHHBIX TOKOB

IMoTeHIMATBI AECTBUS KIIETOK KEJTYIOYKOB BO3HH-
KaloT B pe3yJibTare paboThl pa3IMYHbIX MOHHBIX KaHa-
JIOB, HACOCOB, KOTOPBIC SIBJISIIOTCS CEJICKTUBHBIMM JIJIST
HMOHOB 1 UMEIOT cItelinduryeckrie CBoicTBa (CM. TaoJI. 2).
IMoteHnManbl OEHCTBUAS TPOU3BOIAT JIEKTPOMEXaHM-
4yecKoe CLEIUIEHME, YTO HEeOOXOOMMO IS HACOCHOM
dyHkumm cepana. ITpomoiDKUTEIBHOCTE TTOTEHIIMATIA
JIEHCTBUS 3aBUCUT OT OajlaHCca BXOISIIMX U BBIXOISIINX
TOKOB, ICITOSIPU3ALAN, PEIOIsIpU3allii, TOKOB BO
BpeMs (ha3bl IUIATO. YMEHbILIEHNE BbIXOISIINX MOHHBIX
TOKOB WJIX YBEJIMYEHUE BXOJSIIIMX TOKOB MOXET MpPU-
BOIWUTH K YIJTMHEHUIO TTIOTCHIIMAIIA TEUCTBUS (pHC. 4).

W3 tabauipl 2 BUAHO, UTO YBEJIMYEHUE TTPOIOJIKU -
TEJTLHOCTH TTOTCHIIMAJA ICHCTBUS TIPOUCXOINUT He3a-
BUCUMMO OT THUIIA M3MEHEHMSI CepAeYHON (YHKIIMHU.
Hecmotps Ha cxomHble (DeHOTUIIBI, IIPU KOTOPBIX
MPOMCXOIUT YIJIMHEHUE MOTEHIIMANA AICHUCTBUS, B JIU-
TepaTtype CYIIECTBYIOT pa3HooOpa3Hble, MHOTAA TPO-
TUBOPEUMBEIC JTaHHBIC 00 M3MEHEHUSIX MOHHBIX TOKOB.

KanueBblie noHHbIE TOKH B IEPHOJ,
penonsapuanuu

17151 0OBSICHEHUSI YBEJIMUEHMSI ITPOJOJIKUTEIBHOC-
TH MOTEeHIMa/Ia AeMCTBUSI HEOOXOUM aHAIM3 MOTOKA
Kkanus Bo Bpewms penosspusanuu. [pu [TIK nu XCH
nU3MeHsieTcsl GYHKIIMST HECKOJIBKMX OCHOBHBIX KaJlnie-
BbIX TOKOB [18, 33, 62, 64, 68], OT KOTOpPBIX 3aBUCUT

AHHAJIBI APUTMOJIOM N, Ne 3, 2010
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Puc. 4. CxemaTndeckuit 0030p TOKOB ACIIOISIPU3ALINI 1
penosisipu3aniu, GopMUPYIOIINUX MOTEHIIUAT AeHCTBUS
B HOpMeE B XeJymoukax Mjekonuraromux. Cxema BO3-
HUKHOBEHUSI KaXJIOTO TOTOKA IMOKa3aHa COBMECTHO C
TPAaH3UTHBIM TOKOM KanbLiust — Ca2t-tpansur [69]

pernojsipu3anus kiaetku [9, 28, 29, 50, 63, 64]. Dro
meanenHsie (I ) u opictpole (I,,) kanuesble Toku. B
JI2K KpoJIMKOB ¥ CO0aK MelleHHbIe TOKU I yMeHb-
matotes [62, 64, 68], Torna kak 6sIcTpbIe I, MHOTHA
yMeHbIaTcs [62, 64], a MHOraa He U3MEHSIOTCS

[19, 68]. IIpogeMOHCTPUPOBAHO TAKXKE M PEMOIEIIH-
POBaHUE IPYIUX KAJTMEBBIX KAHAJIOB, OHAKO UX U3ME-
HEHMS He BCerna MPOUCXOIsT B CTOPOHY YMEHbILIEHUS
TOKOB. TpaH3WTHBIA BBIXOAALIMA KalueBbld TOK I,
OTBETCTBEHHBII 3a PAaHHIOK PEIOsSPU3aLUI0 U MOP-
(OJIOTHIO «IIIUIT M KYIIOJI» (CM. pUC. 2, a), IO Pa3HBIM
NIaHHBIM, YBEJIWYUBAJICS WU CHMXalcs. B nByx mc-
CJICIOBAHMSIX C MCTIOJIB30BAHUEM KPOJIMKOB C YBEJIM-
yeHHO# mpeaHarpy3koii Ha JIZK ObLIO BBISIBIEHO
ymenbluenue I [19, 39], Torna kak y KpoamMkos ¢ Hedp-
SKTOMMEN U TMEPEBI3KOM MOYEUHOM apTepUr IPOUC-
XOJUT yBeJIWYeHUe 3Toro Toka [47]. YBenuueHue BbI-
XOIALIETO ToKa I, Takxe BBHIABIEHO Y KOLIEK C
nepexatueM JierouHoir aptepuu [58]. B Mogmensx
XABB He BbIIBJIEHO M3MEHEHUI 3TUX KaHAJIOB [62,
68]. [TomoGHbIe OTKIIOHEHUST XapaKTePHBI JUTS TTPSIMBIX
BXOJAILIMX KaJINEBBIX TOKOB I, |, KOTOpBIE y4acTBYIOT B
Mpoliecce MO3aHeN penoysipu3aluu 1 MOoAIepKUBAIOT
MeMOpaHHbIA noTeHuuMan 1nokos. Kamuespnii Tox I,
MOXeT yBequuuBathes [33], ymeHbinaThes [19] wiu He
usMmeHsTees [68]. B uccnenosanuu S. J. Rials u coaBT.
[47] 6bUTO MOKA3aHO, YTO KAJIMEBBIN TOK I, | yMeHbIIa-
eTcs uepe3 3 Mec mociie pa3BUTUS TUNEPTpohUU Xe-
JIyI0OYKOB, HO MOCJIe 6 MeC U3MEHEHUSI YK€ HE BbISIB-
JISIIOTCSI IO CPABHEHMIO C KOHTPOJIBHOW TpyIon
KpoaukoB. [loaTomMy BBIOOpP BpeMeHM H3MEpPEHUt
OYeHb BaXeH, U TO JTOKHO YUYUTHIBATHCS MPU OLICH-
K€ pe3yJbTaToB.

Kam,uneBbIe TOKH J€II0JIAPU3 AN

Bo Bpewms (aspl miaTo moTeHLMada NeiCTBUS
L-tun xanbuueBoro Toka l,; SBIETCA IMTaBHBIM BXO-
JAIIAM TOKOM. DTOT NOTOK I (-,; HE U3MEHAETCA B 9KC-
IMeprUMEHTaX Ha MOICIISIX TUIIEPTPOPUN KETYIOIKOB Y
KpOJUKOB U cobak [40, 47, 54, 55], HO IpuU IJIUTENTb-
HOM CYIIIeCTBOBAHUHU TUITEPTPOGHUHN KaJbIIUEBBIA TOK
I, Moxer cHmxkaTbes [47]. Ha monenax XCH y xu-
BOTHBIX 1 Yy nauueHToB ¢ XCH Takxke He BBISIBIEHO
nsMeHeHui Bxonpdaiero Ca2t-noroka L-tumna [28, 41,
50, 63].

Harpuessble Tokn aenonspusanum

B c¢Bs131 ¢ 0OIBITNM HMHTEPECOM K KaJIMEBBIM TO-
KaM MMeeTCs TOJIbKO HECKOJbKO COODIIeHU 00 13-
MEHEHUU HaTpueBbIX NOTOKOB (Iy,) B mpolecce
3JIEKTPUYECKOTO peMoaearpoBaHus. [1o naHHBIM of-
HOTO U3 ucciaeaoBaHuii, y cobak ¢ XABb mukoBblii
HaTpUeBbI MOTOK Iy, ymeHbinaerca [7]. TTomoGHoe
YMEHBIIEHUE OTMEUEHO TaKXKe B MOJEJSIX KUBOTHBIX
¢ XCH [65, 75] 1 B OmHOM MCCIeIOBAaHUA Y MalleH-
ToB ¢ XCH [65]. [To3aHuiT KOMITOHEHT HATPUEBOTO
noroka ly, yseanuusaercs npu XCH [65]. Takoe us-
MEHEHHEe MOXKET CIOoCOOCTBOBATh YBEJIUUYEHUIO TMPO-
IOJKATENIPHOCTH TIOTEHIIMANIa NEeHCTBUS, IT03TOMY
U3yyeHHe HATPUEBOI0 TOKa MpPEAcTaBisieT OOJIbIION
WHTEpeC.
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H3MeneHns: NpoBoIUMOCTH
IIPH 3IEKTPHUIECKOM PEMO/IETMPOBAaHIH

[pubnusutensHo y 15% mannentoB ¢ XCH u y
6ojiee yeM 30% malMeHTOB C YMEPEHHBIMU WU 3Ha-
YUTEJbHO BbIpaxkeHHbIMU cumrntomamu XCH Ha-
OromaeTCs 3aaeprkKKa MEXSKETyTIOUKOBOTO 1 BHYTPH -
JKEJTyI0YKOBOIO TIPOBEIEHMS, KOTOpasi TPUBOAUT K
IVUCCUHXPOHHOMY MEXaHMYECKOMY COKpaIlleHUIO
MPaBOro U JIEBOTO XeJIyT0YKOB.

[To maHHBIM MHOTHMX KPYITHOMACIITAOHBIX HCCIIe-
JIOBaHU, 3aMeUIEHHE TTPOBOAMMOCTHY aCCOLIUUPYETCS
C HeOIArONPUSATHBIMU UCXOAaMU. BHYTpIKe Ty 109KO0-
Basi, MeXCKeaymouykoBasi (MIPOUCXOMUT YIJIMHEHHE
komiuiekca QRS) u atpuoBeHTpUKyasipHas (AB)
IUCCUHXPOHUS OKa3bIBaeT HEOJAaronpusTHOE ACUCT-
BUE Ha CUCTOJMYECKYIO U TUACTOIMIECKYIO (DYHKIIUMN
cepaua [73, 74]. [Ipu a3ToM HanboIee HEOIATOTIPHUSIT-
HBII BKJIaJ BHOCHUT BHYTPVMKEJTYIOUYKOBasl JUCCHH-
XPOHMS: OHA CIIOCOOCTBYET COKpPAIIEHUIO CKOPOCTH
Hapactanud nasienus B JOK — (dp/dt),,.,. yBeauue-
HUIO MUATPAJIBHOUM pEerypruTanuy, 3aMeIICHUIO CHC-
TOJIBI U auactosbl JIZK M yMeHbILIeHUI0 BpeMeHU JU-
acronuueckoro HanosnHeHus JIK [72]. KoHeuHbIM
pe3yJabTaTOM JAHHBIX IPOILIECCOB SIBISETCS CHUXKE-
HUE BKJIaJa MEXKETyI0YKOBOW MEeperopoaku B CO-
kpatumocth JIZK. [InccuHXxpoHMU3alus aTpUOBEHTPU-
KYJISIPHO# TIPOBOJAMMOCTH TPUBOINUT K YBEITUICHUIO
BpPEeMEHU M30BOJIOMETPUYCCKOIO COKpAIICHUS W B
KOHEYHOM UTOTe K YMEHBIIEHUIO BPEMEHU TUACTO-
Jmyeckoro HamoyiHeHus JI2K [73]. BmocnenctBun
MPOUCXOIUT YCUJICHUE MPECUCTOIMUECKON MUTPaATb-
HOU peTypruTaiuu ¢ yMeHbIIIEHUEM CepIeTHOTO BbI-
opoca.

HanMenbimit BKIam B HEOJAronmpusSTHOE OCHCT-
BME Ha HACOCHYIO (DYHKIIMIO CEp/lla BHOCUT MEXKe-
JIyTOYKOBasl AUCCUHXPOHUS. OHA CIOCOOCTBYET YKO-
POYEHUIO BpPEeMEHU HAIlOJHEHMST KEeJTyTO4YKOB.
Hcxonms u3 BhINIECKa3aHHOTO OYEBUIHO, HACKOJBKO
HEOOXOIMMBIM SIBJISIETCSI YCTpaHEHUE IOCICACTBUM
ynauHeHust QRS-kommiekca npu XCH.

Bpems pasBUTHSA 3IEKTPHIECKOTO
peMoieTMpOBaHNs M ApPUTMOreHe3a

TunepTpodus KeayaTouKoB pa3BUBaETCs KaK Mpo-
MEXKYTOYHAsI CTagusl B IIPOTPECCUPOBAHUM ACUMII-
ToMHOI auchyHkuuu JIZK B cepaeuHyio HemgocTa-
TOYHOCTh (CM. puc. l) uaM ocrtaercd B CTaauu
KoMmmeHcauuu. B mepBoM ciydae Kakasi-mubo ogHa
MpUYrHA (CTUMYJT) COXPAHSIETCS JUIMTEIbHBIN Mepu -
o1 BpeMeHHU (xpoHuuecku). [1o maHHBIM, IpeacTaB-
JICHHBIM B 3TOW CTaThe, CTAHOBUTCS OYEBUIHBIM,
YTO 3JIEKTPUUECKOE PEeMOACINPOBAHNE PAa3BUBACTCS
HE3aBUCUMO OT KOHEYHOTO MEXaHUYECKOTO Pe3yiib-
Tata — hopmupoBaHus rureptpodun JIZK u pa3pu-
tusgs XCH B ctaguu KomreHcauuu. DTO TOBOPUT O

TOM, YTO BJIEKTPUUYECKOE PEeMOIETUPOBAHNE, 3aBU-
cslIee OT U3MEHEHUS pemnoysipu3aliui, — 3TO paH-
HUI TIpOlleCcC amanTallii, KOTOPBIH MpeniecTBYeT
CTPYKTYPHBIM U3MEHEHUSIM. [laHHBIC, MOATBEpKaa-
folllMe pa3BUTHE M3MEHEHWI B TaKOil IOCJeIoBa-
TEJIbHOCTH, OBLIN ITOJIyIeHBI HA MOACIISIX KPBIC C MH-
¢dapkToMm Muokapaa [27] u Ha MOJesIX TpPaHCTEHHBIX
Mmblitreit [24]. Kapauoctumyssiiiust Morjia BbI3BaTh
KEJIYIOUKOBYIO TaxMKapAuio 4yepe3 TpU IHSI Mocje
nHdapKkTa y KpbIC TIPU OTCYTCTBUU THUIIEpTpodUU
MHUOKapa.

VY co6ak ¢ XABB Takxe BBISIBIEHbI BPEMEHHBIE
a3 MEXIY JICKTPUUCCKUM U CTPYKTYPHBIM pe-
monenupoBaHueM (puc. 5). Cpasy nocje pa3BUTHUS
aTPUOBEHTPUKYISIPHOM OJIOKambl BO3HMKAET aTpPUO-
BEHTPUKYJISIPHAST AUCCUHXPOHMS, Y XKEJTYITOYKHN aKTH -
BU3HUPYIOTCS HOBBIM BOIWTEIEM pUTMa (C YaCTOTOM
MeHee 50% OT CMHYCOBOrO puTMa). ATpMOBEHTPUKY-
JISIpHAsT TUCCUHXPOHMS 3aMETHO CHIDKACT CepICUHBIN
BeiOpoc [18]. B nmepBoe Bpems (0 Hem) He IPOUCXOAUT
HU 3JICKTPUIECKOTO PEMOACINPOBAHNS, HA apUTMUIA,
KOTOpbIE BBI3bIBAIOTCSI COOTBETCTBYIOIIMMM JIEKapCT-
BEeHHBIMU cpeacTBamu [60].

Yepes 2 Hed CyLIECTBOBAHUSI UIMOBEHTPUKYJISIP-
HOTO PUTMAa YK€ BO3HUKAIOT MPOLIECCH PEMOIETINPO-
BaHUSI — CepieYHbI BLIOPOC BO3BpalllaeTcs K CyOHOp-
MaJIbHBIM 3HaueHusM [15], BeposiTHO, BCIEACTBUE
YBEJIMYCHUS COKPATUMOCTH, CKOPOCTH HapacTaHUS
JaBeHus B Havyaje cuctouel (dp/dt),,.. JIK [15, 42] n
VBEIMYCHHUST BPEMCHM PETOJISIpU3alni  (TIPOIOJIKI-
teabHOCTH Q—T¢). B 910 Bpemsa y 66% cobak mocie
Ha3HAUYCHUS IIperapaToB, YIIMHSIOMINX ITOTCHITNAT
NECTBUSI, BOSHUKAIOT apUTMUMU.

Yepes 6 Hen cepAedyHbld BHIOPOC BOCCTaHABJIMBA-
eTcsl, DJIEKTPUUYECKOE PEeMOIEIMPOBAHUE MPOIOJIKA-
eTcsl, MokKaszaTesib cucToandeckoil ¢yHkiuu JIZK
(dp/dt),,,.x YMEHBILIAETCH, B TO BpeMs KaK CTPYKTYpPHOE
peMojeMpoBaHue, 1O JaHHBIM MacChl MUOKapja,
WHACKCUPOBAHHOW K IUIOLIAAU TOBEPXHOCTU Tela,
JIOCTUTAeT MaKCUMaJbHBIX 3HaueHMil. CoxpaHseTcs
BBICOKAsI BEPOSITHOCTh MHAYKIIUY apUTMUIA.

Yepes 12 Hen ABDB anexkTpuueckoe U CTpYKTYpHOE
peMOIeTMPOBaHNE TOCTUTAET MaKCUMAaJIBHOTO YPOB-
HS1 pa3BUTUSI, 3TO MPUBOAUT K CHUXKEHUIO COKPaTUMO-
CTH B TIOCJEOYIOIIEM IO 3HAUYCHUU B KOHTPOJBHOM
rpymiie. B pesynabrate 37eKTpUYecKOro peMoaeInupo-
BaHUSI MPOAPUTMOTEHHBIN 3deKT mpenapaToB (UH-
nykius KT «torsade de pointes») coxpaHsercs. He
SICHO, COXPAHSIETCS JIM 3JIEKTPUIECKOE PEMOIEITNPO-
BaHue B AajibHeleM. Kak Obl10 MoKa3zaHo B ucclie-
nosaHusx S. J. Rials [47], u3aMeHeHUsT NIOHHBIX TOKOB
3aBUCST OT BpEMEHU M UMEIOT TMHAMWYCCKMI XapaK-
Tep. HecooTBeTCTBMS B UBMEHEHUSIX MOHHBIX TTOTOKOB
1 MOJICKYJISIDHOM 3KCIIPECCUU B OTHMX U TEX K€ MOJIe-
JISIX MOTYT OBITh CBSI3aHBI C OCOOCHHOCTSIMU U3MeEpe-
Huit [47].
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Puc. 5. PemonenupoBaHue XesiynoukoB y cobak ¢ XABB B 3aBucumoctu or BpeMeHU. OTHOCUTEIbHbIC U3BMEHEHUST He-
CKOJIbKMX TTapaMeTPOB B KOHTPOJILHOM TPYIIITe U B TeueHue 16 Hem oT Havyaia nHAyKIu AB-6mokanbel. CripaBa mpe-
cTaBlieH % BO3HMKHOBEHUS KeJTyTOYKOBOI Taxukapauu «torsade de pointes» Ha hoHe MTPOapUTMOTEHHOTO JACUCTBUS

npemnaparos [17, 42, 51, 60, 70]

YCC — vacrora cepaeuHbix cokpaiieHuii; CB — cepaeunslit Beiopoc; (dp/dt)

max — CKOPOCTb HapacTaHUs JaBJICHU B HaYa-

Jsie cucroibl B JIK; O—Tc — koppurupoBaHHblii uHTepBasl O—T; UMM — nHnekcupoBaHHas K IJIOIIAAM TOBEPXHOCTHU Tesia
Macca muokapaa; TdP — xenynoukoBas Taxukapaust «torsade de pointes».

OBPATHOE PA3BUTHE
JEKTPUYECKOI'O PEMOAEJIMPOBAHU A

ITocne xoppekuuu MaTOJOTUU IIPOUCXOIUT 00-
paTHOE TMO3UTUBHOE 3JEKTPUUYECKOE PEMOACIMPOBa-
Hue (taba. 3). ITocme BOcCTaHOBIIGHUSI CHHYCOBOTO
puTMa yepe3 8§ Hel 3JIEKTPUYECKOIro peMOoAeIupoBa-
HUs Ha poHe XABD y cobak mpomcxoquT yMeHBIIIe-
Hue Macchl U oobema JIK, Ho mmurenbHOCcTE O—T 1
IIPOIOJCKUTEIFHOCTh TToTeHInana aeicteus JIK He
u3MeHstoTcs [42]. [TogoOHbIe MpoliecChl MPOUCXOASAT
y cobak ¢ XABD Ha (poHe ncnosb30BaHMS LIMKIJIOCTIO-
puHaA [T 0OpaTHOTO Pa3BUTUSL PEMOACIMPOBAHUS:
TUTIePTPOMUSI KEJITyTOUKOB YMEHBIIIAETCSI, a TIPOIOJI-
XurtenbHOCTh Q— 7 ocTaeTcs npexHeit [52].

B Mogensax KpoJIMKOB ¢ peHOBACKY/ISIPHOM TUIIEp-
TeH3Mel Ha (poHE JIeUeHUsT MHTMOUTOpaMHU aHTHOTCH-
3UHITpeBpallamlero GepMeHTa OTMEYSHO yYMEHBbIIe-
Hue runeptpodum xemnymoukos u ITI1J] [47]. ObpaTHOe
pa3BUTHUE 3JIEKTPUUYECKOIO PEMOACIUPOBAHUS OBLIO
MTOATBEPKICHO HOpPMaIM3alleii MOHHBIX ITOTOKOB. Y
MALMEHTOB C CEPAEYHON HEAOCTATOUHOCTBIO, KOTOPBIM
OblTa MMITTAHTMPOBAaHA CHUCTEMa BCIIOMOTATEIHHOTO
KpOBOOOpallleH!sI, HabJII01aJI0Ch 00paTHOE PeMOIEN-
pOBaHME U yMEHbIIEHUE pa3MepOB MUOLIUTOB [59, 73].

[lo maHHBIM Pa3IUYHBIX MCCICIOBAaHUM, IS per-
pPECCUU DJIEKTPUUYECKOTO PEMONEIMPOBaHUS TpeboBa-

JIMCh pa3TNYHbIe BpeMeHHBIE OTPe3KH. B ob1meM, Korna
BHavajie He HabmomgaeTcss 00paTHOTO PeMOIeIMpPOBa-
HUS, B IIOCJIEAYIONIEM STOT IIPOIIECC TMTPOMCXOINT 3a KO-
POTKMIT TPOMEKXYTOK BpeMeHHM (6—8 Hen).

Yarie Bcero ImMo3UTUBHOE PEMOICIMPOBAHUE ITPO-
JIOJKAJIOCh, MO JAaHHBIM HCCAEAOBaHUM, HECKOJbKO
Mecs1eB. [1pomoKUTeTbHOCTD perpecca 3IeKTprJIec-
KOT'0 peMoIeIMpPOBaHus OOJIbIlle, YeM OOpaTHOTO pa3-
BUTHS TUTIEPTPODUN KeaymoukoB. C Ipyroit CTOPOHBHI,
HaIo MOHUMATh, YTO 2JIEKTPUYECKOE PEeMOAEINpPOBa-
HUE He SIBJISIeTCsS amalTHUBHBIM TporieccoM. [losTomy
MOXXHO TyMaTbh, YTO 3JIEKTPUYECKOE PEMOIEINPOBa-
HUE ¥ TUNEepTPOdUS KeITyTouKOB — 3TO JIBa OTHC/Ib-
HBIX TIpolIecca, KOTOPhIE MOXXHO CMOIEIUPOBATH U Jie-
YUTb HE3aBUCUMO JAPYT OT Apyra.

AJIEKTPHYECKOE PEMOJEJIMPOBAHMUE:
INPTYMHA WX CJIEJCTBHUE?

PasHast mponoKUTEIbHOCTD MPOLIECCOB AIEKTpUYe-
CKOTO U CTPYKTYPHOTO PEMOJEIUPOBAHUS (CM. PUC. 5) U
1X 00paTHOrO pa3BUTUS (CM. Ta0. 3) TOAHUMAET aKTy-
aJTbHBIN BOTIPOC: 2JIEKTPUUECKOE PEMOIEeTNPOBAHNE —
9TO MPUYMHA WIN CJIEACTBUE TUIIEPTPODUN KeTy10u -
koB? K coxaneHuto, 10 HaCTOSIIIIETO BPEMEHU UCCJie-
JIOBAaHUSI Ha OOJIBIINX MJIEKOIMUTAIOIINX, KOTOPbIE
MOTIJIM OBbI JaTh OTBET Ha 3TOT BOIIPOC, HE MPOBOIM-
Jick. Ha rpbei3yHax ObUIO MOKa3aHO, YTO OCHOBHOM



OB30PbI 13

Ta6nuuma 3
O0paTHoe pa3BUTHE IJIEKTPHIECKOT0 PEMOIETUPOBAHMS
Nctounuk OOBEKT DTronorus WHrepBeHINSA Habnonaemblie uaMeHeHUst
M. Peschar et al. [42] Cobaka XABb BOKC MMIJLK/KOO |, O—Tb. u.,
nIMIAa b. u.
S.J. Rials et al. [47] Kponuk I/H Kanronpun Pasmep muonuTos |,
MM |, A |,
HMOHHBII TOK HOPMAJIM3YeTCsT
K. Schreiner et al. [52] Cobaka XABbB Huknocnopun I'’X|, O—Tb. u., aput™munu |,
T. Kurita et al. [35] Yenosek XABbB OKC QT | npu Bbicokoit HCCy
namueHToB ¢ KT (TdP),
O—T B. n. npu Huskoit YCC
J. D. Harding YenoBek XCH [2010; ¢ Ira |, 9—1Tc |
et al. [22] CMeEIIIaHHOM 3THOJIOTUH
S. Xydas et al. [73] Yenosek XCH MK O0-1Tc |, QRS |, KIOJIX |,
CMEIIaHHOU 3TUOJIOTUY pa3Mep MHoLMTA |
C. M. Terracciano Yenosek XCH NJIK [ |, pasmep MUOLIUTOB |

et al. [59]

CMEIlIaHHOM 3TUOJI0TUU

IMpumeuanue. I1/H — nepexaTue noyeyHoi aprepun ¢ KOHTpajiaTepanbHoil Hedpakromueii; DKC — a1eKTpoKapaAnoCTUMy-
ssiumst; MJK — ucekyccTBeHHBIR JieBblit xenynouek; [ITMIT — mponomkuTenbHOCT, MOHO(MA3HOTO MOTeHLIMaNa IeHCTBUS;
MMM — uHaekcupoBaHHas K TUIOLIAAM MOBEPXHOCTU Teja Macca mMuokapna; TdP —xenymoukoBasi Taxukapaus «torsade de
pointes»; K10 JIJK — koHeuHblii iuactonnuyeckuit oobeM JIXK; 1, |, b. u. — yBenuueHnue, yMeHbllieHHE U 6€3 U3MEHEHU COOT-

BETCTBECHHO.

TOK paHHel peroysspusauuu I, urpaer BaXHyo poJib
B TpoIieccax TUMepTpodun U COKPaTUTETHHOM anar-
tanuu. dapmakojornyeckass WM aaeHOBUPYCHas
6710Kaza BEIXOIAILETO KaJIIMEBOTO ToKa I, IpuBOANT K
Pa3BUTUIO TUNEPTPOGUM HEOHATATBHBIX MMOILIUTOB
[30]. ITonnepxkaHue BEICOKOM akTUBHOCTH I, ¢ momo-
IO TEHHOM Tepanmuy 4epe3 KaJlbLMEeBbIi MyTh [36]
NpeaoTBpallaeT Pa3BUTUE XETYAOYKOBOW TMIEPTPO-
(um y mbllell ¢ aOpTajibHBIM CTEHO30M M B HEOHa-
TaJbHBIX KJIeTKaxX KpbIc [78]. Takum oOpa3oMm, yMeHb-
mwenue noroka I, mpusoant x ysenndenuro ITITI,
BHYTPHUKJIETOYHON KOHLEHTpPAUWM KajbLHWsl, aKTUBA-
MU KaJblIMEBOTO IMyTU M PA3BUTUIO KEITyTOUYKOBOM
rurnepTpoduu.

SAKJIIOYEHHME

TakuM 00pa3oM, BIEKTPUIECKOE PEMOIECIUPOBa-
HUeE sIBJISIETCSl HanboJiee paHHUM OTBETOM Ha MTOBPEXK-
JIEHUE W XapaKTepU3yeTcsl YBEJIMUYEHUEM ITPOIOJIKU-
TEJIbHOCTU TOTEHIMAa ACUCTBUSI U €ro TUCTIEPCUM.
Vinunenue I1JI, u3aMeHeHUS B TPAaHCIOPTUPOBKE
KaJbIUsI ¥ CJI0KHOE B3aUMOJIECTBUE ITUX ABYX MeXa-
HU3MOB MOTYT CO3[1aBaTh YCJIOBUS I CYIIECTBOBa-
HUS1 (YHKIIMOHATBHBIX PUEHTPHU, YTO TIPUBOAUT K
BO3HUKHOBeHUIO MoJuMopdHbiXx XKT. DTo MOXHO
cpaBHUTH ¢ MexaHu3MoM pazsutust KT nipu BpoxkiaeH-
HOM CUHIpOMe YIJIMHEeHHOro nHTepBaia O—7. U3me-
HEHUs MEMOpPaHHBIX TTOTEHIINATIOB (32 CYET yIINHe-
Hus [1[1 v n3MeHeHUl KMHETUKU MOHHBIX KaHAJIOB)
MOTYT CITOCOOCTBOBAaTh BO3HMKHOBEHUIO HE TOJILKO
KT, HO 1 HapylIeHUi TTPOBOAUMOCTU. Brileyka3aH-
HbI€ MEXaHU3MBI JIEKTPOMEXaHUYECKOTO PEeMOIEH-
pOBaHUS JieXKaT B OCHOBE TaKUX KIMHUYECKUX COObI-
TWI, KaK BHe3aIlHasl cepjevyHasl CMepTh, Pa3BUTHE

noaumopdHoit KT, mpoaputmoreHHbIe 3G dHEKTH aH-
THAPUTMHUYCCKUX IIperapaToB, IPOTPEeCcCHUpPOBaHME
XCH Ha ¢oHe BHYTPUKETYTOYKOBON U MEXOKETYI0Y -
KOBOU IMCCUHXPOHUMU.

VYiyiuHeHue MPOAOLKUTEIbHOCTU TTOTEHLIMAaNa Iei-
CTBUS — 3TO, TIPEXKIE BCETO, pe3y/IbraT CHIDKEHHOI pe-
TYJISILIMU PETIOJISIPU3YIONIMX KaJIMEeBbIX TOKOB U B KAKOM-
TO CTEMEHU MOBBIIIEHHON PETYJISILIMUI ACTIONSIPUIYIOIINX
HMOHHBIX TOKOB, B YACTHOCTH TOKOB HaTpHUIi-KalbI1e-
Boro kaHana. HecmoTpst Ha To yto ymiuHeHue I1]1 B
KJIeTKax IMPOMCXOMUT BCETma MpU peMOACIUpPOBAHUU,
M3MEHEHUSI KAaTUOHOB BXOSIIIINX W BBIXOISIINX TOKOB,
0eJIKOB MOHHBIX KaHaJOB BeChMa pa3HOOOpa3Hbl U
TPEOYIOT JaTbHENIIEero U3y4eHuUs.

[Ipomecc >IEKTPUUECKOTO PEMOICIMPOBAHUS
MPOUCXOIUT HE3aBUCUMO OT CTPYKTYPHOI amanTaluuu
W OT COCTOSTHMSI KOHEUHOU TOYKM — MEXaHNIEeCKOI
dyHKIMM cepalia (HopMma, cyoHopMa, TUCHYHKIIMS).
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CHUHAPOM BPYTATA: KIETOYHBIE MEXAHUWU3MbI

N I1OAXO/bI K JIEHEHHIO
JI. A. Boxepua*, 0. JI. boxepus, JI. H. Kupmobas

Hay4HbIlh LEeHTP cepaedyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

Bnezannas cepmeuHas cmepth (BCC) sBnsercs
OIHOI M3 BeAYIIUX IMPUYNH CMEPTHOCTH B Pa3BUTHIX
crpaHax. Yacrora ee pasputus coctapiser 15—20% ot
BCEX HEHACUJIbCTBEHHBIX CIy4aeB cMepTH [2].

K 3aboieBaHUSIM, acCOLMUPOBAHHBIM C BBICOKMM
puckoM BCC B Mo1010M BO3pacTe, OTHOCSIT CUHIPOM
BHe3artHoit cmepTu mianeHIeB (sudden infant death
syndrome), CMHIPOM YMJIMHEHHOro uHTepBajia Q—T
(CYU Q-T), cuHapoM BHE3aITHON HEOOBSICHUMOM
cmepTu (sudden unexplained death syndrome), apur-
MOTEHHYIO TMCTUIA3UIO TPABOTO XKeIyaouKa, Uauora-
TUYECKYI0 PUOPUIIISILIMIO XKeJTyI0uKoB U ap. OmxHo U3
Hau0oJiee 3araJoyHbIX 3a00JeBaHUII B 9TOM DSy —
cunapoM bpyrana (CB). HecMoTps Ha To 4TO BO BceM
MHpE OIyOJTMKOBAaHBI COTHM DPAa0OT, IMOCBSIIEHHBIX
MaHHOMY 3a00JIEBaHMIO, HAa KPYIMHEWIINX MEXIyHa-
POIHBIX KapIMOJOTUYECKMX KOHTpeccax pPeryIsipHO
MIPOBOISATCSI COOTBETCTBYIOIIME TEeMaTUICCKUE CEK-
1IMM, B OTEUECTBEHHOU JuTepaType MMEITCS JIUIIb
COMHUYHEBIC ONMCAaHWs CUHIpPOMa, JaJIeKO HE Bcerma
MOJHOCTBIO OTpaKawllue TUITUYHYIO KapTUHY 3a00-
nmeBanust. Cb gBIsIeTCs, 10 MHEHUIO MHOTHUX CIICIIMA-
JINCTOB, «OTBETCTBEHHBIM» 3a OoJiee yeM 50% BHe3ar-
HBIX HEKOPOHApOTEHHBIX CMepTeil B MOJIOJIOM
BO3pacrTe.

B 1992 r. 6parbs P. u J. Brugada [16] (puc. 1) omy0-
JINKOBAJIM Pe3yJIbTaThl HAOMIOAeHNS 3a 8§ TallMeHTaMu
(6 My>XurH ¥ 2 XEHIIWHBI), UMEBIIUMU B aHaMHe3e
CHHKOITAJIbHBIC COCTOSTHUS M STTM30bI KIMHUIECKOMN
cMmeptd. s BepudUKALMK UX TMPUYUH TALMEHTaM
OBUIM BBITIOJIHEHBI WHCTPYMEHTAJIbHBIC MCCIICIOBA-
HUSI: 3JeKTPO-, XoKapauorpadusi, Harpy304Hoe Tec-
THUpOBaHUE, aHTHOTpadus, SIEKTPOPU3NOIOTIIEC-
koe wuccaenoBanne (DDU). ¥V 4 manueHToB ObLIa
MpoBejieHa OWOTICUST MUOKapaa. BeimosHeHHbIE uC-
CJIeOBaHUS HE TTO3BOJIMIIM BBISIBUTh KaKoe-a100 op-
raHnyeckoe 3aboseBaHue cepaua. EnMHCTBEHHON
0COOEHHOCTBIO Y HAaOJII0IaeMbIX MAllMEeHTOB ObLIO Ha-
Juue 0yokaasl mpaBoii Hoxku mydyka [uca (BITHIIT)
M TIogbeMa cerMeHTa ST B IpaBbIX IPYIHBIX OTBEICHN -
sx Ha DKI mokosi. Bo BpeMs1 CHHKOMaIbHBIX COCTOSI-
HUI y HUX peTUCTPUPOBATIACH TTOTMMOPQHAS JKEeITyI04 -

Puc. 1. bpares bpyrana: cieBa HanpaBo Pamon, Ilenpo,

I>xo3ed

koBas Taxukapnust (XKT), koropasi Bo3HMKana MOCe
PAaHHUX TTAPHBIX KEIYIOYKOBEIX 9KCTPACUCTOIT 1 JIETKO
WHIYLAPOBAJIACh C TTOMOILBIO TPOTPAMMUPOBAHHON
cTuMystin. BriociienctBum 4 6071bHBIM UMIUTAHTUPO-
Bay KapamnoBeptep-neduodpmnisitop (MKB/), eme y
2 HapyllIeHUs] puTMa UcYe3Tu Ha poHe mpuema [3-6J10-
KaTOpOB. Y CeIbMOTO IMallieHTa AapUTMUSI KOHTPOJIUPO-
BaJlach 3a CUET MpreMa aMuoJapoHa U AudeHUIruaaH-
TOMHA Ha (POHE 3IEKTPUIECCKON CTUMYJISIIIUI cepala B
pexxume VVI. BocbMoii mauneHT, MPUHUMABILIMI aMUO-
TApOH, HEOXWIAHHO yMep BO BpeMs MMIUIAHTALIUU
KapauoctumyssTopa. Tak 6patbsiMu bpyraga BriepBbie
OBLTM OIMMCAaHBI XapaKTepHbIe M3MEHEHHMS Ha 3JIEKTPO-
KapauorpaMMe, IMO3BOJISIOIINE OIPENEIUTh BBICOKUM
PYMCK BO3HWKHOBEHUS XEJYIOYKOBBIX HapYyIICHUI
pUTMa Y JIUII 6e3 OpraHMIeCKNX N3MEHEHUI cepama.

B 93,3% cny4aeB npuctynbl 2KT ripu Cb Bo3HuKa-
0T B BeuepHee 1 HouHoe BpeMmsi (¢ 18 1o 06 u), yaiiie Bo
BTOPOI1 MOJIOBUHE HOYM, YTO MOATBEPKAAET POJIb YCH -
JICHUS BaTYCHBIX BIUSTHUI B BOSHUKHOBECHNH (hIOPUTI-
Jauny xkenyaodkoB (P2K) nmpu Ch. DToT unpKagHbIi
MMaTTepH CBUAETEILCTBYET TAKKE O PA3INIMSIX B IaTO-
reHe3e BOSHMKHOBEHUS (paTaJIbHBIX apUTMUM Yy Mmalu-
eHToB ¢ Cb u uemunyeckoii 601e3HbI0 cepla, Koraa
ocHOBHOI 1tupkamgHbii TuK BCC mpuxonuTcst Ha paH-
Hue yrpeHHue yachl (Deedwania P., 1998). Heobxonu-

* Anpec st iepenucku: e-mail: leoan@online.ru
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MO TIPOBOJAUTH AUPdepeHIalbHyI0 AuarHoctTuky Ch
U psiga 3a00J1eBaHU, KOTOPbIE MOTYT CTaTh IPUUYMHOMN
cxoxux OKT-mposiBieHuit: apUTMOT€HHON AuCILIa-
3un TpaBoro xkemynouka (I12K), muokapmura, Kapano-
muomnaTtuu, 6one3nu (Muokapauta) Yaraca (Chagas),
6ome3nu [llTeltHepTa, OIyXOJIU CPEIOCTCHHUS.

Y Bcex 00JIbHBIX ¢ CUHKOMAIbHBIMU COCTOSIHUSIMU
HESICHOI 3THOJIOTUY, HOYHBIMU ITapOKCU3MaMU YIy-
mbs1, caydasmu BCC B cembe (0COOEHHO B MOJIOAOM
BO3pacTe U B HOYHOE BpeMs), TunudHbiM DKI-mat-
TepHOM Heobxomumo uckiaouuth Chb. s atoro ta-
KUM TIalIMeHTaM CJIeIyeT TTPOBOAUTH (hapMaKoIornye-
ckue TIpoObl, nuHamuueckoe DKI-obcnegoBanue (B
TOM 4YMCJIe pOJCTBEHHUKOB OOJbHOT0), XOJITEPOBCKOE
MoHuTopupoBaHue (XM). OgHuM u3 Hambosee H0-
CTOBEepHBIX MeTonoB auarHoctuku Chb sBisercss Mo-
JIEKyIIpHO-TeHeTUYecKoe mnccienoBanue. K maromo-
TMSIM, BBI3BIBAIOIIMM 3JeBaliMio cermMeHTta ST B
MPaBBIX TPYIHBIX OTBEICHUSIX, OTHOCSTCS. OCTPBIi
MUOKapPIUT, OCTPBIN MepUKapaUT, FeMOTiepruKap, UH-
(dapkT TpaBOro Xeymouka, AMUCCEKILMS aHEeBPU3MBI
aopThl, ocTpasi TPoMOOAMOOIHs JIETOUHO apTepuu,
AHOMAaJINY LEHTPaAJIbHOUM HEPBHOM CUCTEMBbI, MBIIIICY -
Has auctpodust liomeHHa, atakcus @puapeiixa, He-
JMOCTATOYHOCTh TMAMWHA, TUTIEPKAJTBIINEMHUST, TUTICP-
kanuemusi, mediastinal tumor compresing right
ventricular outflow tract, apuTMoreHHast KapaJuOMHO-
natus npaBoro kxenynouka, CYU Q—T 3 tur, 6i1oka-
Jla TIpaBoii HOXXKM TydyKa [uca, 6J10Kaaa JieBoi HOXKHN
nyuka [ica, rurepTpodus JIeBOTO KeaymouKa, CUH]I-
pPOM paHHEM pernossipu3aluu, TMIOTepMUSI.

Kpome Toro, DKI-m3meHeHUsI, CXOOHBIE C OTMe-
yaeMbIiMU TIpu CB, CrocoOHBI BBI3BATH CJEAYIOIINE
JIEKapCTBEHHBIE U APYTUE CPEICTBA:

1. AHTMApUTMUYECKHE TTperapaThbl:

a) 6JJ0KaTOPbl HATPUEBBIX KAHAJIOB:

— xuacc IC (dnexaunun, mpornadeHOH, MUICUKA-
UHUL),

— xiacc A (aitmManuH, MpoKanHAMMI, TU30IHMpa-
MUL);

0) 0J10KaTOPHI KAJIBIIMEBBIX KAHAIOB:

— Beparnamu.

2. bera-0610KaTOPHI: IIPOITPAHOJION U T. TI.

3. AHTMAHTUHA/IbHbIE MIPEIapaThl:

a) GJIOKATOPBI KAJTbLIMEBBIX KAHAJIOB:

— HUGDEIUNUH, TUITHA3EM;

0) HUTpATHI:

— M30COpOUI IUHUTPAT, HUTPOTJIMIIEPYH;

B) aKTMBATOPHI KAJTMEBBIX KAHAJIOB:

— HUKOPaHIWJI.

4. IlcuxoTpomHbIe Tpernaparhl:

a) TPULMKINIECKNE aHTUACIIPECCAHTHI:

— aMUTPUILUINH,

— HOPTPUNTUJINH,

— JIe3UTpaMuH,

— KIIOMHITPAaMMWH;

0) TeTpallMKJINYEeCK1e aHTUIETPECCAHTDI:

— MamnpOTWINH;

B) (beHOTHA3MH:

— LMaMeMa3KH,

— nepdeHasuH;

I) CEJIeKTUBHBIA MHIMOUTOp OOpaTHOIO 3axBaTta
CEpPOTOHUHA:

— (hryokceTuH.

5. Ipyrue mperaparhbi:

— OAMEHTUAPYH,

— MHTOKCHKAIIMS KOKAUHOM,

— aJIKOTOJTbHAsk MHTOKCUKAIIMSL.

KIMHHUYECKAA XAPAKTEPHCTHUKA
CHUHIPOMA BPYTAJTA

Cunapom bpyraga npeacrapiisieT co00It reHeThue-
CKM IeTepMUHUPOBAHHOE HapyIlleHUE CepAcIHOTO
pUTMa, XapaKTepu3ylolleecsl CHHKOTaIbHbIMU COCTO-
SHUSAMU, ToabeMaMu cermeHTa ST (¢ Touku J) Ham
U309JIEKTPUYECKOMN JIMHUEN B MpaBbIX MpeKapavaib-
HbIx oTBeAeHUsX (V1—V3), KoTopbie MOTYT TPaH3UTOP-
HO MCY€e3aTh, TAKXKE B 9TUX OTBEIEHUSIX MOTYT PETUCT-
PUPOBAThCS UHBEPTUPOBAHHBIN 3ybell 7, mosHas uiu
HernonHag BITHIIT, mepuonuyeckoe ymiMHeHUE WH-
TepBajila P—R C BBICOKUM PUCKOM Pa3BUTHUS XXU3HEYT-
POXAIOIINX XKEJTyTOYKOBBIX TaXUAPUTMUI (3MMM3000B
nosumopdHOoit KT u ®XK), 06bIYHO pa3BUBAIOIINXCS
BO CHE WJIM B CIOKOWHOM cocTostHUM. Hepenko y
0O0JIbHBIX OOHAPYXKMBAIOTCST TAKXKE HAIXKETYI0UYKOBbIE
apuTMuH, yame pubpuursums mpeacepnuit (PIT).

B 6onbimmHceTBe cinyyaeB Cb HabmogaeTcs y maum-
eHtoB B 30—40-n1etHeM Bo3pacte. BriepBble NaHHBINM
CUHAPOM ObLI OIKMCAaH y TPEeXJIETHEH NTeBOYKU, UMEB-
1Iel YacThle SMU30/bl MOTEPU CO3ZHAHUS U BIIOCIEACT-
BUM BHE3aITHO IIOTMOIIEil, HECMOTPSI Ha aKTHUBHYIO
AHTUAPUTMUYECKYIO Tepanuio W UMILUIAaHTalUIO
KapauoctuMmysisitopa. KnuHuyeckast KapTuHa 3a0o0Jie-
BaHUSI XapaKTepU3yeTCsl 4acTbIM BO3HUKHOBEHUEM
cunkone Ha one nipuctyrnos KT u BCC, npenmyiie-
CTBEHHO BO CHE, a TakKXe OTCYTCTBHEM MPU3HAKOB Op-
TAaHWIYECKOTO TIOPaKeHMST MMOKAap/Ia IMPH ayTOTICHM.

Boigensitores ciaeayioniye KIMHUKO-3JIEKTpOKap-
nuorpadudeckue ¢hopmbl 1 BapraHThl Cb [3] (Tabm. 1,
puc. 2):

— nojsiHasg dhopMa (TunnuHasa DKI'-kapTuHa ¢ cuH-
KoIle, MPEeACUHKOIIe, CAYyJasMU KIMHUIECKOM CMepTU
w BCC Bcnenctsue nonumopdHoit 2KT);

— tunyHasg DKI-kapTuHa y acMMIITOMATUYHBIX
6osbHBIX 6€3 ceMeitHoi nctopuu BCC unu Cb;

— murmyHasg DKI-kapTuHa y acMMIITOMAaTUYHBIX
OOJIBHBIX, YJIEHOB CeMeil OOJIbHBIX C MOJHOU hopmoit
CHHIpOMa;

— tunuyHast DKI-kapThHa mocie MpoBeaeHUs
dapMaKoIOTUIECKUX TECTOB Y ACUMIITOMATUIHBIX 00-
cJieyeMbIX, YWICHOB ceMeil OOJIbHBIX C MOJHOU dop-
MOW CUHIpPOMA,;
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Tao6numa 1

JInarHocTyeckue Kpurepun cunapoma bpyraga. Anomamuu cermenta ST B V1—-V3 oTtBeieHusax

Cunapom bpyraga

DKI-uzmeHeHust

Tum 1 Tumn 2 Tun 3
Bomnna J >2 MM >2 MM >2 MM
3y6eu T Orpuuar. (—) + wm +/— +
Tun S7—T cermeHTa CBomyaThblii CennoBUIHbIN CennoBUIHBIIN
Koneunas yacts ST ITocTrosiHHO oTpULIATEIbHAS >1 Mm [Mombem < 1 Mmm

1l Tmn

I Tmn

Puc. 2. OKTI-BapuanTsl cuHapoma bpyrana

— tunuyHasg DKI-kapTuHa mocje MpoBeACHUS
(hapMaKkoIOTUYECKUX TECTOB Y OOJIbHBIX C ITOBTOPHbBI-
MM CUHKOTIe Wiii uauonatuieckoi @IT;

— tunuuHasg OKI-kaptuna ¢ gBHoit BITHIIT,
ajeBalvell cerMmeHta ST W yIUIMHEHUEM MHTepBaia
P—R;

— tunuyHast DKI'-kapTuHa ¢ aseBalMeil cerMeHTa
ST, no 6e3 ymnuHenust narepsana P—R v BITHIIT;

-
L & " " ¥ 0 L] L & i ! - L]

Puc. 3.9KTI tuna bpyrana IA (i «tumn OynsTepbepar)

— HenonHasgs BITHIIT ¢ ymepeHHoli aJeBaumeit
cermeHTa ST;

— M30JIMpOBaHHOE YIUIMHEHNE NHTepBaia P—R.

BripaxkeHHOCTh KIIMHUYeCKMX TposiBiaeHuit Cb
OTpeNesIsIeTCsT CTeTICHBI0 TTOBPEXICHUSI HATPUEBBIX
KaHaJoB: MpW TOBpexXAecHUM MeHee 25% KaHaoB
OKI'-maTTepH W HapyuleHUs pUTMa HaOJI0Ial0TCs
TOJIBKO TIOCJIC BBEICHUS OJJOKATOPOB HATPUEBBIX Ka-
HAJIOB, TIPU YBEJIMUEHUU KOJIMYECTBA MTOBPEXKIEHHBIX
HaTpUEBBIX KaHAIOB (CBbilIe 25%) pe3Ko Bo3pacTaeT
puck BCC [43].

Onucanbl aBa THIa nogbeMma cermenta S7 ipu Ch:
«saddle-back type» («cenno») u «joved type» («CBoOm»)
(puc. 3). IomveM «joved type» mOCTOBepHO MpeodIa-
naeT npu cuMnToMHbiX (opmax Cb, ¢ torsades de
pointes (TdP; mupysTHas xenynoukoBasi TaXUKapaus)
u @K B aHamHe3e, B To BpeMst Kak «saddle-back type»
yalle BcTpevyaeTcs npu 6eccuMnToMHbIX popmax Chb.
Opnako n3meHeHus Ha DKI npu Cb Moryt HocuTh
TIPEXOSAIINI XapaKTep, YTO TPeOyeT MorcKa JOTION -
HUTEJIBHBIX METOMOB Bepudukammu. Hekoropsie aB-
Topel M nuarHoctuku Cb mpenjaraioT MCHOJb30-
BaTh BBICOKME (Ha 1—2 MexXpeOephbs BBIIIC) IpaBbIC
TPYIHbBIE OTBEACHMSI.

Jna BepuduKauy IMarHo3a HeoOXoIMMOo IIpoBe-
JIeHUEe HArpy304HbIX MPOO C JeKapCTBEHHON Harpys-
KOl (aHTMapuTMHueckue mpernapatel [A Kiacca), ¢
BBeJieHEeM OJIOKAaTOPOB HATPUEBBIX KaHaJOB (aitMa-




OB30PbI 19

JUH — 1 MT/KT 3a 5 MUH BHyTpuBeHHO Win 400 MT T1e-
popasibHO, HOBoKanmHaMua — 10 Mr/kr 3a 10 MUH BHY-
TPUBEHHO, MUICUKauHUA — 1 mMr/Kr 3a 10 MUH BHYT-
puBeHHO) [6]. Tect ¢ OJlOKaTOpaMu HaTPUEBBIX
KaHaJIOB MPOBOAMTCS B YCJIOBUSIX PEAHUMAIIMOHHOTO
OTJIEJIEHUST, TaK KaK BO BPEMsI €T0O TIPOBEICHUS CYIIe-
CTBYeT OoJbllast BeposiTHOCTh pa3BuTus KT mo Tumy
TdP u ®XK.

Hano ormeTtuts, yto noiaumopdHas KT Oosblie
accouuunponaHna ¢ Cb, Torna kak MoHomopdHast KT
BCTpEYaeTcsl pexe U B OCHOBHOM paclpoCTpaHeHa y
nereit [44].

ITPOTHO3 U CTPATU®HUKAIINA PICKA

Yacrora BcTpeuaemoct Cb Gosee HM3Kas B 3a-
nagHbix ctpaHax (1—2 ciayvasa Ha 10 000 yenoBek) u
noseimaercss B FOro-Bocrounoit A3sum (6onee 5 Ha
10 000), ocobenno B Tamnanne m Ha DuinINUHAX.
CpenHuii Bo3pacT OOJBHBIX Ha MOMEHT IOCTAHOBKH
nuarHosa coctapisier 4022 roga. TunmuuHble WIS
cuHapoma bpyranma usmeHenusi Ha OKI HauuHaOT
MPOSIBASITHCS JIUIIb MTOC/IE S-JIeTHero Bo3pacra [38].

[1aBHas menb cTpaTU@UKALIMA — TTPOTHO3 TTOTEH-
IIMAJIbHOTO PUCKAa BO3HUKHOBEHUS SMU30MI0B XKEJy-
JMOYKOBBIX apuT™Muii. CTpaTru(UKALIMS IIPOBOIUTCS Ha
OCHOBAaHMM KIMHWYECKUX XapaKTePUCTUK OOJbHBIX,
yKa3aHHBIX B PyKoBoIcTBe Mo BeACHMIO OOJIBHBIX C
XT u npodpunakrtuke BCC (ACC/AHA/ESC, 2006):

e Ha naHHBI MOMEHT YeTKMX JAaHHBIX, CBS3bIBAIO-
IIIMX TTOJIOXKUTEJIbHBIA CEMEUHBIA aHAMHE3 C apUTMU-
YECKMMU OCJIOKHEHUSIMU, HET, MMO3TOMY HE CleayeT
OTHOCHUTH BCEX WICHOB ceMbM TanmeHTa ¢ Cb K rpym-
e TTOBBIIIEHHOTO PUCKa.

e CyliecTByeT OOLIETPUHATOE MHEHHUE O TOM, YTO
CUHKOIIAJIbHBIE COCTOSIHUS SIBJISIIOTCSI Ba>KHBIM TIpe-
IUKTOPOM BO3HWUKHOBEHHS XXU3HEYTPOKAIOIINX
aputMuit. OmHaKO He BCeraa yaaeTcsl TOCTaBUTh TOU-
HBII 3TUOJIOTMYECKUI TUATHO3, TaK KaK y MOJIOIBIX
JIIONIEH YaCTO MMEIOT MECTO Ba30BarajbHble CUHKOTIE.

e CrnioHTaHHBIE M3MEHEHMsI Ha 3JIEKTPOKapIuO-
rpaMme («CBOAYAThIE» WM «CEIJIOBUIHbBIE» CETMEHThI
ST) N03BOJSIIOT BBISIBUTH IPYINY MalMEHTOB C OoJiee
BBICOKMM PHCKOM BO3HMKHOBEHHUS KXKM3HEYIPOXKAIO-
KX apuTMuii. YacTto CrMoHTaHHbIE WM3MEHEHMSI Ha
3JICKTPOKAPANOTpAMME MOTYT HOCUTh MHTEPMUTTUPY -
romumit xapaktep. Tak, P. Brugada u coaBT. oOHapyXu-
Jm, yto BocnpousBoaumoctb DKI'-nmarrepna Cb npu
noBTopHbIX 3amucax OKI' cocrasiaser mumb 25%.
BakHO OTMETHUTB, UTO MALIMEHTHI C CHHKOIIE B COYETA-
HUHU CO CITOHTAHHBIMM M3MEHEHUSIMU Ha 3JIEKTPOKap-
JUorpaMMe MMEIOT prCcK Bo3HUKHOBeHUs KT B 6 pa3
BBIIIIE, YEM Y TAIIMEHTOB CO CIIOHTAHHBIMU M3MEHE-
HUSIMM Ha 3JIEKTpoKapauorpaMmme, Ho 6e3 CUHKOIIE.

e Kak ykaspiBaeT R. Brugada, xonrepoBckoe Mo-
HUTOpUpoBaHue y naiueHToB ¢ Cb MoXeT mokas3aTh
MO0 OTCYTCTBHUE ApPUTMUIA, JIMOO XKEIyIOUYKOBYIO

APUTMUIO, TIPUBOISIIYI0 K BO3SHUKHOBEHUIO Y OOJIb-
Horo BCC. ITo muenuio JI. M. MakapoBa, Takie JaH-
Hbele XM, Kak yKopoueHue uHrepasia Q— 7, Hatnuue
May303aBUCUMBIX TTPABOXKEIYIOIKOBBIX TaXHAPUTMUIA
B HOYHOE BpeMsl, BEICOKME 3HAUYCHUSI LIMPKATHOTO WH-
nmekca (6omee 1,5) m yBenmmuenue rMSSD, MmoryT mo-
Moub B nuarHoctuke Chb.

e YTto KacaeTcsl TEHETUISCKUX MYTalldii, TO caMU
no cebe myrtaiuu B reHe SCNSA He onpenensior
TPYIITy TTaIlEHTOB C BBICOKMM apUTMHUYECKUM DPUC-
koM. OnHaKo paHHSST UAEHTU(UKALIMS 0€CCUMITTOM-
HbiXx HocuTesieit Cb Moxet npenorBpatuth BCC.

e Ponp DPU B crpatudmkanmmu pucka npu Cb
OKOHYaTeJIbHO He ycTaHoBJieHa. [1o MHeHUIO OpaTheB
Brugada, D®PU urpaet BaxkHYIO POJIb, IIPU 3TOM HaJIl-
Yye TOJIOKUTEIBHOTO MMPOTHOCTUYECKOTO pe3yiibraTa
cocrasysieT 23%, a orpuiaresbHoro — 77%. B 1o ke
BpeMsi S. Priori M coaBT. mpenjararoT MCIOJb30BaTh
HEMHBA3MBHBIC METOIOBI CTpaTH(UKAIIMM PUCKa, OC-
HOBaHHbIE HA U3MEHEHUSIX 3JIEKTPOKApANOrpaMMbl U
KJIMHUYICCKUX CUMIITOMAX.

Tak kak Cb MoxkeT mposBasSITbLCS B JTI0OOM BO3pa-
cTe, HEOOXOAMMO UCKJTIOUUTh €ro B CIENYIOIIUX CITy-
qasx:

— TIOSIBJICHUE XapaKTepHBIX M3MECHEHMI Ha 3JICKT-
poKapauorpamMme;

— CHUHKOTIAJIbHbIE COCTOSIHUSI (OOMOPOKHU) Hesic-
HOTO TIPOMCXOXKICHUS;

— anu30b! nojaumopdHoit KT,

— cllydyad BHE3aITHOIl CMEpPTU B CeMbe, OCOOCHHO
y TIpakKTUUECKHU 3T0POBBLIX MY>KUMH B Bo3pacTe 30—50
JIeT.

YV myxxuuH Cb Bctpeuaercs B 8—10 pa3 vaiie, yem
y XkeHIluH [24]. Heo6xonuMo NpuHSTh BO BHUMAaHUE,
YTO OOJIBIIMHCTBO TMAIlMeHTOB B MCCIEI0BAHUSIX, T10-
CBsIIeHHBIX U3ydyeHuto Cb, — MyxxuuHsbl. [1pu 3TOM B
CBSI3M C HEOOJIBIINM YMCIIOM KCHIIMH CPEaN Tallu-
€HTOB HET YeTKUX JaHHBIX 00 OTJIMUNTEIbHBIX XapaK-
TEepUCTUKAX TeYEHUsI CUHApoMa Yy XeHIuH [17]. B
HeKOTOpbIX cTpaHax IOro-BocTouHoil A3uu 3TOT
CHHIPOM SIBJIIETCSI OMHOM M3 HanbOoJIee YaCThIX IPH-
YUH CMEPTHU CPEAU MOJOABLIX My*KUMH — 4—10 ciyya-
eB BCC na 10 000 Hacenmenus B roxa. CyIecTBYeT gaxke
MHeHue, 4yto 10 50% ciayyaeB BCC cpenu naluneHTOB
0e3 OpraHMYeCKNX MTOpaXKeHWi cepara B 3TOM PeTHo-
He MoxeT ObITh Bbi3BaHO Cb [14].

ITpoBouupywomumu dakropamu passputusi Cb B
5TOM PETHMOHE MOXKHO CUMTATh COlepKaHue OOIBIIIOTO
KOJIMYECTBA KaJIus B TIUILE U XKapKuit KnmuMar. Mccre-
JIOBaHUS T10 TaHHOMY BOIIPOCY TTPOIOIKAIOTCS.

Cewmeitnbie cnyyan BCC cuutatot ¢hakTopom puc-
ka passutust BCC. OnHako B OTIMYME OT CUHApPOMA
yIJIMHEHHOTO MHTepBajia Q— 7T HeT TaHHBIX, KOTOpPHIE
OBbI TTOATBEPXKIATN MIPOTHOCTHYECKOE 3HAYCHUE OTSI-
TOILIIEHHOTO CeMEMHOro aHamMHe3a. B cBsi3u ¢ aTUM
MIPEATIONIOXKEHUE O TOM, YTO OTCYTCTBUE OTSATOLIEHHOTO
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CEMEHOTO aHaMHe3a YKa3blBaeT Ha HU3KUU PHUCK
BCC, MoxeT ObITh OIIMOOYHBIM [1].

bpanukapnus (u3-3a cuMmaToBarajJbHOTO aucba-
JIaHCa WU APYTUX (DaKTOPOB) MOXKET CITOCOOCTBOBATH
BO3HMKHOBEHUWIO apUTMUU. B wcciiemoBaHumM aHoO-
MaJIbHBIN MeTanmonbeH3wiryannn (MIBG) Bcrpegan-
cay 8 (17%) u3 17 nauuentoB ¢ Cb, HO HU Y OTHOTO
MMallieHTa KOHTPOJIbHOI TpyNmbl He OOHapyXXeHO
ymeHblIeHus1 MIBG B HUXHENH U TeperopoaodyHoii
crenke JIK, Tne OblTa BEIIBIICHA CUMIIATUICCKAST IVIC-
dyukuus. Uzyuenue MIBG B I12K, ocobeHHO B ero
BbIBogHOM TpakTe (BT), 3aTpynHeHo. Kpome Toro, oc-
TaeTcsl HEeSICHBIM, KaKylo poJjib UrpaeT B (hopMupoBa-
Huu aputmuu npu Cb ymenbiieHue MIBG. Eciu
BT IT2K Takske 3aTpOHYT, TO 3TOT Je(eKT MOXKET Aeii-
CTBUTEJIBHO M3MEHUTHh CUMITaTOBAraJIbHEIN OajlaHC B
TTOJTb3Y Pa3BUTHUS apUTMOTEHHBIX CyOCTPaTOB.

Onnum u3 dakropoB pucka pazsutus BCC npu
Cb HekoTopBIe aBTOPHI CUMTAIOT YBEJTMUCHNE TIIOIIA-
I TIOBEPXHOCTU Tela, C KOTOPOW PpEerucTpupyercs
noabeM cermeHTa S7 IIpW MOBEPXHOCTHOM KapTHPO-
Banuu DKI, B yacTHOCTH, y OOJBHBIX, Y KOTOPHIX MIPU
MIPOTPAMMMPOBAHHON XEJIYIOUKOBOU CTUMYJISILIUKA
obuta mHayuuponaHa KT, 9TOT mokaszaTeb COCTaBUII
183 + 139 cM? o cpaBHeHMIO € 52 £ 58 cM? y GOIBHBIX
[IpY OTCYTCTBUM MHAYKUMK (g rwromanu 50 cMm? u
OoJiee TIO3UTUBHBINM, M HETaTUBHBIN IIPEIUKTOPHBIC
ypoBHM cocTtaBwii 92 u 60% cooTBeTCTBeHHO). B
5TOM MCCJICOBAaHUYU HaJW4IWe MO3IHUX MOTEHLIMATIOB
Takke KoppenupoBano ¢ mHaykuneir KT (mmo3uTus-
HBII M HEraTUBHBIN MpeauKTopHbIe ypoBHU 100 1 75%
COOTBETCTBEHHO).

TEHETUYECKHE OCHOBBI
CHHJIPOMA BPYTAJIA

Cb HacnenyeTcs Mo ayTOCOMHO-IOMWHAHTHOMY
TUTY ¥ CBsI3aH ¢ MyTanusiMu B TeHe SCNSA, pacmosno-
>)KEHHOM B KOPOTKOM Iuieue 3-i XpoMocoMbl 3p21-24,
KOOUpymoleil cyObeIMHUILY aibga-HaTPUEBBIX Ka-
HaJIOB KapJOMUOIIMTOB. DTOT T'eH KOIAMPYET CTPYK-
Typy OeiKa o-CyObeOWHUIIBI HATPUEBBIX KaHAJIOB,
o0ecreynBaroIMX HaTpUEeBbIi TOK MOTeHIIMala neii-
crBusg (I1J1). Myraummm B 3TOM TeHE TaKXKe MOTYT
npuBoauth K CYU Q—T u HapylieHUusIM cepaeyHOi
IPOBOAMMOCTHU. [laHHAsg MyTallWsI CUMTAeTCs Iep-
BUYHON «3JICKTPUUYECKOI» OOJIE3HBIO Ceplia, pa3BH-
BarolIelicsl BCIENCTBUE aHOMAJIbHOM 2J1eKTPODU3N0-
Jjornyeckoit aktuBHocTu anukapaa [12K B obmactu
BBIHOCSIIIETO TpakTa. HekoTopoe KoanyecTBO MyTa-
LIMI 3TOTO TeHa MOXKET BBI3BIBATH DS CHHIPOMOB,
KOTOpbIe HAKJIaAbIBAIOTCS Apyr Ha apyra. CoBceM He-
nmaBHO C. Antzelevitch u coaBT. OTKPBIJIN IBAa HOBBIX
reHa, BBI3bIBAIOIIMX B3JieBaluio cerMeHTa ST U yKoO-
poueHne nHTepBaia J— 7', 9TO MPUBOIUT K KOMOMHA-
uuu Cb ¢ cuHapoMoM KopoTkoro mHtepBaia Q—T
(CKU Q-T) [42].

Tabnunma 2
I'enbl, 0TBeTCTBEHHbIE 32 pa3BUTHE CHHApPoMa bpyraaa
Bapuant en BosmoxxHoctu JJTHK-
LO-TS nuarHoctTuku B Poccun
BrS 1 SCNS5SA [MpoBomuTcs
BrS 2 GPDIL He npoBoaurcs
BrS 3 CACNAIb He npoBoauTcs
BrS 4 CACNA2c He npoBonutcs
BrS 5 SCN4B ITpoBoauTcst

Puc. 4. Ten SCNSA

Ha cerogusimiHuii 1eHb M3BECTHBI, MO KpaiiHei
Mepe, MSITh F'eHOB, OTBETCTBEHHBIX 3a pas3Butue CBb.
MyTanus B 11000M U3 HAX MOXET MPUBECTU K Pa3BU-
TUIO 3a00J1eBaHMs (TabI. 2).

ITpu ananuze rena SCNSA ynaetcs BbISIBUTb MyTa-
LIMY ¥ YCTAaHOBUTH MOJIEKYISIPHO-TEHETUYECKYIO Dop-
My 3aboneBanus y 20% nipobanmos (puc. 4) [28].

AJIEKTPOPU3NOJIOTMYECKUE OCHOBBI
CUHJPOMA BPYTAJIA

HMonubsiM Mexanusmom Cb npu mytaumu SCNSA
SIBJISIETCSI YMEHbBIIIEHUE KOJMYEeCTBAa WIM YCKOPEHHAast
WHAKTUBALIWSI HATPUEBBIX KAHAIOB B KJIETKAX 3IUKApP-
na [TXK [22], 9To MpUBOANUT K YMEHBIIEHUIO TUIOTHOC-
TU MOTOKA HATPUsI U MPEXIEBPEMEHHOU penosipu3a-
uuu snukapaa. Kpome Toro, mpu 3TOM CUHIpOME
ObLIO OOHAPYKEHO MepeMellieHUe HaTPUEBbIX KaHATIOB
C TIOBEPXHOCTH KJIETOK B DHIOIJIa3MaTUYECKUI peTHu-
KyJIyM, 4TO Takke HapymaeT nx ¢pyHkouo [30]. YBe-
JIMYEHNE KaJTMeBOro TOKa MOIJIO Obl UMETh MOJOOHBIN
a(deKT, OMHAKO 3TOT MeXaHu3M y 60abHBIX ¢ Chb 1o
HACTOSIIIIET0 BpeMEHM He omnucaH. [loTepst BeplIrHbI
I1/] Ha HEKOTOPBIX yUacTKax dMUKapAa, TIPU ero Hop-
MaJIbHOW BEJIMYUHE B 3HIOKApP/E, CO3AAET TUCIIEPCUIO
peTosIpu3aliuy CTEHKH KETylIouKa, TPUBOISIILYI0 K
TpaHCMYypaTbHOMY TPaIEHTy HAMPSIKEHUs, KOTOPBIi
nposiBisiercss Ha DKI mombemom cermenta S7. Bepo-
SITHO, BCJIEACTBME YKa3aHHBIX BBIIIE MPOLIECCOB 00-
pasyeTrcs «ysi3BUMOE€ OKHO», BO BpeMsI KOTOPOTO MO-
KT BO3HUKHYTh MEXaHU3M reentry, 3amycKarolluii
KT n ®XK. Takum 06pa3om, MyTaius B TeHe TTPUBO-
AT K TIoTepe (PyHKIIMU KAHAJIOB, UTO CO3[AeT reTe-
POTEHHOCTh pedpaKTePHbIX IEPUOOB — UACATbHBIN
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cyOcTpaT Uil MeXxaHW3Ma reentry M KeJyJ0YKOBBIX
apurmuii. Bosunknosennio KT u @K y takux 601b-
HBIX, KaK TIPaBUJIO, TPEAIICCTBYET MpeXKIeBPEMEH-
HOE COKpAIlleHWE XKEJIYIOUYKOB C MHTEPBAJIOM CIICII-
JeHust 388 =28 mc [12].

[Ipu 3ammcu 3aeKTPOKApANOTPaMMBI HEITOCPEACT-
BEHHO OT 3nu- u 3HIokapaa 12K y 6onbHbix ¢ Cb ¢
TaK Ha3bIBaeMbIM coved type mombeMoM cermeHTa ST
oT snukapaa osut monydyeH I1/ B ¢popme «spike-and-
dome» («mmn u Kynoi»), a [Tl oT sHAOKapAa He OT-
JIMYAJICS OT MOJYYEHHOTO B KOHTPOJIBHOM TPYIINE, YTO
CITY>KWJIO TIPOSIBIEHWEM TPAaHCMYPaJIbHOTO TpajueHTa
HanpsokeHust. KoHgurypauus «IIuIn 1 KyIoj» TakxkKe
MoxeT ymmHSTh [1JI snmkapma M crocoOCTBOBATh
OBICTPOII peBEepCUU TPAaHCMYPAIbHBIX TI'PAIUEHTOB,
YTO MPUBOAUT K 3allCH Ha 3JIEKTPOKapIUOrpamMMme
WHBepTUpoBaHHOTrO 3y6ua 7' [18]. Jdpyrue aBTOpBI
CUYMTAIOT, YTO MPUUYMHON Moabema cermeHTa ST ciy-
KWT TTapaJoKCaTbHOE COKpAIlleHUEe PEITOJIIpU3aui B
snukapae BT IT2K.

[eHeTHUeCKM OeTepMUHUPOBAHHOE YTHETCHHE
BXOJISIIIETO HATPUEBOI'O TOKA BElET K U3MEHEHUSIM BO
2-1i daze TpaHcmeMOpaHHoro [1J1 B kjeTkax anukap-
na BeiBogHOro TpakTa I12K. Drto, B cBOI0O ouepenb,
TIPUBOAUT K aCUHXPOHHOU PEITOJISIPU3ANN W 3JICKT-
pUYECKON HECTAaOMJIBHOCTM B 3TOM OTHEJIe Ccepara.
OCHOBHBIMU (haKTOpPaMU apUTMUIECKON «ySI3BIMOC-
TH» MUOKap/a SIBJISIIOTCS: ITapacUMIIaTUIeCKIE BIIHSI-
HUs (COH, TIOTPYKEHME B XOJOIHYIO BOIY, HBIPSTHUE,
TIpYeM TTUIIN ), TTOBBIIIICHUE TeMIIepaTypsl Tella, 0JIo-
KaJga HaTPUEBBIX M KaJbLMEBBIX KaHAIOB, WIIEMUS
MHOKapaa M Ap. B 3THUX yCIIOBHSIX MOXET TeHEepHpO-
BaTbCSl MEXaHM3M ITOBTOPHOTO BXoda Bo 2-it ¢asze I1/]
C TIOCTIENYIONIUM BO3HUKHOBEHUEM 3KETYITOYKOBBIX
aputMuii. B To xxe Bpemsa y mauneHToB ¢ Cb Habm10-
JlaeTcsl HopMaJiM3auusl cerMeHTa ST mocje BBeAeHUS
OcTa-agpeHEePIMIYeCKUX CTUMYJSITOPOB WM WHTHOM-
TopoB pocdhoauactepasbl [11. B HegaBHeM uccienoa-
Huwu J. Brugada u coaBT. ObUTO TTOKA3aHO, YTO CTETIEHD
anieBaluu cermeHTa ST B oTBeieHUn V1 gBsgeTCs He-
3aBUCUMBIM (hakTopoM pucka 1 BCC nim Bo3HUK-
HoBeHus OXK.

Haneko He Bcerma Cb compoBoXmaeTcst BBISIBIIC-
HUEM ITpU FreHeTUYeCcKoM aHaau3e mytauuu B SCNSA.
B cBs13u ¢ aTum nipeanonaraercs, 4to Cb MoxeT ObITh
BBI3BAH U APYTMMU MYTaLMUSIMMU, KOTOPBIE €Lle HE
naeHTUGUIMpoBaHbl. MMeeTcs omrcaHue OECCHMII-
TOMHOTO BapMaHTa YKa3aHHOTO CUHApPOMa IIpU MyTa-
LIUU, IPUBOASIICH K HAPYIIECHUIO CBI3M KaJIbMOIYJIN-
Ha C HaTPHUEBBIM KaHAJIOM, UYTO BBI3BIBACT HAPYIIICHUE
MOIYJSIIMU PabOThl HATPUEBOTO KaHaja MOHAMM
KaJIbLIMSI.

HccnenoBatenu npennonaraiot [35], 4To Kpome
TeHEeTUYECKNX HapYIICHUI BaXKHYIO pOJb B Pa3BUTHHU
nommopdHoit KT u @K pu Chb urpaeT akTMBHOCTh
aBTOHOMHOW HepBHOU cucteMbl. T. Kurita u coasT.

TTOJTyYeHBI TaHHBIE, TOKA3bIBAIOIIE CTUMYTUPYIOIICe
BJIMsiHUE Baryca Ha passutue @2K. B aTom nccienosa-
HuK y 6 manreHToB Ha pore Chb snuzonst @K umenn
MECTO BO BpeMsI CHA, OTIbIXa MM MOYCHCITYCKAHMSI,
TO €CTh B MOMEHTBI 3aMeIJICHUSI CHHYCOBOTO pPUTMa 1
Bo3pacTtaHusi 3HayeHuss HF (BbicoKoyacTOTHOM co-
CTaBJISIONIEH CIIEKTpa pUTMOTPaMMBbl), U HE BOZHUKa-
11 BO Bpemst pusnueckoit Harpysku. Ha OKT npuzna-
ku Cb nosiBastiuck nocie BBeAEHMS MPOIpaHoIoaa,
TUTIEPBEHTUJISILIMM U, HA00OPOT, Mcue3aiu mocie (u-
3MYeCKOl Harpy3ku M MHGY3MM U30IPOTEepeHoIa.
Bbuto 1okaszaHo, 4To aKTUBAIIMS TTapacuMITaTUIeCKOM
WU TOPMOXKEHME CUMIATUYECKOM HEPBHOM CUCTEMBI
urpaet posib B aputMmoreHese npu Cb. O6 atoM xe
CBUIETENbCTBYET YBeJIWUYeHHE MombeMa cermeHTa ST
MPY BBEACHNY XOJTMHOMUMETHKOB.

Jloka3zaTeTbCTBOM CUMIATHICCKOW TUCHYHKIINT
npu Cb cayxur Takke uccienoBanue G. Baroudi u
coaBT. [11], B KOTOpoM ObLIO OOHAPYXKEHO MECTHOE
cHuxXeHue obpatHoro 3axBata [-MIBG (aHanora
HOpaapeHaJInHa) TpPecUHAINITUIeCKO MeMOpaHOoit
KapauajibHbIX HeIpoHOB y 47% nauueHtoB ¢ Ch, u
TaKOTO CHUXXKEHUSI HE OTMEUEHO HU Y OJTHOTO obcJie-
IOBAHHOTO KOHTPOJIbHOI Tpyniisl. [Toka3zaHo Takxke,
YTO KaTeXOJaMWHBI YMEHBIIAIOT TOXbEM CEerMeHTa
ST u B psne ciaydaeB Kynupyior DXK.

B nmatorenese Cb, BO3MOXHO, UTpaeT poJib aucba-
JIAaHC MEXIY O- U [3-aApeHepTruIecKOil CTUMYIISIIIUEH.
ITpu BBeIeHUHM MallMEHTAM O.-aIPEHOMUMETUKOB WJTN
-anpeHO07I0KaTOPOB HAOIIOAATOCh YBEJIUYECHUE
noabeMa cerMeHTa S7, a MpU BBEIEHUM O-adpeHO-
0JIOKATOPOB U [3-aAPEHOMUMETUKOB — €r0 yMEHbIIIe-
Hue [33].

Heobxonumo rcciienoBaHue npe- U MOCTCUHAITU-
YeCcKOl (byHKIMU CUMITIATMUYECKOrO M MapacuMIaTH-
YEeCKOro OT/IEJ0B BEreTaTUBHOW HEPBHOW CHUCTEMBI
D71 pellleHus Borpoca, sieisiercs g Chb mepBuyHoOi
CUMMNATUYEeCKON AucyYHKIMEd win aucbasaHCoOM
MEXIy 9TUMHU ABYMS OTIETaMMU.

3a mocyienqHue HECKOJIbKO JieT 6osee 100 myTaumit
B reHe SCNS5A cBa3biBasch ¢ Cb. JIulib HEKOTOpbIe
U3 9TUX MyTallUil ObUIM U3YyYEHBI B CUCTEMaX KCIIpec-
CHU ¥ TIOKa3aHa IToTepst (DYHKIIMI 110 CICTYIOITNM Me-
XaHu3MaMm: 1) HapylleHhe B 3KCIIPECCUM HATPUEBOTO
KaHaya; 2) M3MEHEHUS 3aBUCUMOCTH MEXKIy BOJIbTa-
>KOM 1 BpeMEHEeM aKTHMBalUU, MHAKTUBAIMS WIN pe-
aktuBaumsi HatpueBoro Toka (INa); 3) cocrosiHue
NPOMEXYTOUYHOU MHAKTUBALMKW BXOAAa B HATPUEBBIU
KaHaJl ¢ MeJUIEHHBIM BOCCTAaHOBJICHUEM 3TOTO COCTOSI -
HUs; 4) yCKOpeHHas MHAKTHUBAlIMs HATPHUEBOTO KaHa-
na. B cucreme akcnpeccuu in vitro TipexaeBpeMeHHast
WHAKTUBAIlASl HATPUEBOTO KaHaja WHOTIa HabJoma-
ercs Tpy (PU3UOJIOTUUECKUX, HO HE TP KOMHATHBIX
temrepatypax [50]. C MoMeHTa TyOIMKALIMY 3TOM WH-
dopMauu ObLIO HMASHTUGULIKUPOBAHO JOCTATOUYHO
MHoOro TanueHToB ¢ CB, y KOTOPBIX MMOJ BIMSHUEM
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TOBBIIIIEHHOM TeMIIepaTyphl TeJla pa3BUBaJIach MOJIH -
mopdHas KT [20].

Mytauuu B reHe SCNSA SIBISIIOTCS OTBETCTBEH-
HBIMKA 3a npubansureapHo 18—30% cinyuaeB Cb.
BonblIMHCTBO yKa3aHHBIX MyTallMii HabJsromgaeTcs
npu ceMeitHbIX popMax cuHApoma. OTpULIaTeTbHBII
aHaian3 SCNSA He UCKJIIOYaeT TeHETUUECKUX Hapy-
IIEHNI, TaK KaK MCCIeI0BaHUS TTPOMOTOPHON 30HHI,
MyTallUM TUMA KPUMNTUK CIUIAMCUHT UM HEKOTOpbIE
3HAUYNTCIbHBIC TEHHBIC IIEPECTPOMKN HE BXOMSAT B
OOBIYHBII PYTUHHBINM reHeTUYeCKUii aHanu3. B HegaB-
Heit nyosukanuu K. Hong u coaBt. [31] BnepBbIe co-
ob1IsIeTCs 0 NUC(YHKIIMOHAIBHOM HATPUEBOM KaHaje
B ceMbe ¢ CB, BOBHMKIIMM BCIIEACTBHE WHTPOHHOM
MyTallMM, 4YTO BJiedyeT 3a coOOil aKTUBALIMIO caiiTa
KPUNTUK CIUTACHHT, HapylIalouero mnepepadoTKy
mRNA B rene SCNSA. Jleneunst HEKOTOPBIX 30H CET-
MeHTOB 2 1 3 IV nomena SCNSA npuBOAUT K MOJHO
norepe (PyHKIIMU TeHa.

C. R. Bezzina u coaBT. NpeaioXuIn HEKOTOpbIe
JIOKa3aTeIbCTBa TUIIOTE3EI O TOM, UTO ITOJTUMOP(hU3M B
nmpomoTopHoii 30He SCNSA — yacTtoe siBIeHUE cpeau
xutenein CpeaHeil A3un — MOIYJIUPYET CEPACUYHYIO
MPOBOAUMOCTh U MOXKET CIIOCOOCTBOBAaTh BBICOKOM
yactote BcTpeyaemoctn Cb cpemu mpencraButeneit
asuarckoii pacel [13]. TTociemoBaTeTbHOCTb TTPOMO-
Topa SCNS5A no3BosisieT uaeHTU(GUIIMPOBATh BapUaHT
raruioTHIIA, COCTOSILLIErO U3 6 MOJIUMOP(U3MOB C I10Y-
TA TIOJHBIM HapylIeHWEeM PaBHOBECHS CLEIUICHUS.
DTOT TaIjIOTHII BCTPEYaAeTCsI C aJlICIbHOM YacTOTOM
22% y xuteneii CpenHeil A3uu U He HaOJIOIaeTCs B
KOHTPOJIBHOM rpyTiIie (Cpean eBpoIeiiieB 1 appoame-
PUKaAHIIEB).

bb11 HaiineH Takke BTOpOW JIOKYC, B 3-11 XpOMOCO-
Me, OJIM3KO pacCoJOXEHHBI, HO OTJUYAIOLIMICS OT
Jokyca, rae Haxoautcs reH SCNSA [31]. HaiineHHbii
JIOKYC TTOKa3ajJ IeHeaJoTHUYeCKyI KOPPEeNsIuoo, Ipu
3TOM CHUHAPOM OBUI CBSI3aH C IPOTPECCUPYIOIIUMU
HapYIICHUSIMU TIPOBOIUMOCTHU, HU3KOI IyBCTBUTEIIb-
HOCTBIO K TIPOKAaMHAMUIY U XapaKTepPU30BaJICsI OTHO-
CHUTEJTEHO XOPOIIIM ITPOTHO30M. YKa3aHHBIN TeH OBLT
HeJIaBHO MAEHTU(UIIMPOBAH KakK IIMLEepoJi-3-¢hoc-
dar-germmporenasa 1-ro Turra (GPD1L). beuto moka-
3aHo, uTo myTaius B GPDI1L nmpuBoauT K 4acCTUYHO-
My CHMXeHuIo Toka INa.

JaHHble, TTOTyYeHHbIC 10 HACTOSIILIETO BpEMEHU U3
TeHeTUUECKUX aHaJIM30B, YKAa3bIBAIOT Ha TO, 4TO 3(P-
dexT nneHTuduUKaIu crneuruduuecKnx MyTalmii Kak
JUTSI TIOCTAHOBKY TMAarHO3a, Tak M JIJIsT IPOTHO3MPOBa-
HUS He3HayuTeNlbHbIM. HeT yeTkoit mHpopmalmu 0o
aKTUBHBIX 30Hax (hotspots) W MyTauMsiX B TeHE
SCNS5A. o KoHIIa He BBISICHEHO, KaKie W3 HalIeH-
HBIX MYTallMid CBS3aHBI C ITOBBIIIEHHBIM PHCKOM
aputTMnueckux coouiTnii 1 BCC. Llenbio reHeTHUeC-
KHX aHaJU30B SIBJSIETCSI COACHCTBME B ITOCTAHOBKE
KJIMHUYECKOTO TMAarHO3a, paHHEM BBISBICHUMN POICT-

BEHHUKOB C MOTeHUUaIbHbIM pruckoM BCC, a Takxke
pa3BUTHE HAYYHOTO Iporpecca B MOHMMAaHUM T€HO-,
(GEeHOTUITYECKOM CBSI3U.

YcuneHne 3MMKapaInadbHON U TpaHCMYpPaJbHOMU
IUCIIEPCUU PEIOISIPU3ALIMA B IIPUCYTCTBUU TEHETH -
YyecKuXx Ae(PeKToB, DU3MOIOTUUEeCKUX (haKTOPOB M
dapMaKkoIOrMYeCKUX BIAMSHUU MPUBOIUT K aKIEH-
Tyaluu BOJHBI J 1 Bo3MoxHoi notepe T11, coneii-
CTBYSI TeM CaMbIM BO3HUKHOBEHMIO 3KCTPACUCTON U
pa3BUTHIO MexaHU3Ma reentry Bo 2-il ¢daze 1]
[13, 49].

IMapacuMmIaTUYeCKE arOHMCTBI, TaKMe KakK alle-
TUJIXOJWH, CIIOCOOCTBYIOT ToTepe «cBoma» I11 [29]
BcireacTre yraeteHust 1Ca w/wim ycuiieHus Kajue-
BOTO TOKa. ATOHHMCTHI OeTa-aapeHEePruIecKuX perel-
TOPOB BOcCCTaHaBIuBalOT «cBod» IIJI, Tak Kak OHU
yemmmBaroT 1Ca. biiokaTopsl HATpHUEBBIX KAaHAJIOB TaK-
Ke crnocoocTByloT notepe «cBoga» I1JI T12K cobak B
CBSI31 C HETaTMBHBIM M3MEHCHMEM BOJIbTaKa B HaUaje
1-i1 ba3pl. DTU HAOIIOAEHUS COTJIACYIOTCS € TeM (haK-
TOM, 4TO y TTarimeHToB ¢ Ch ycmimBaeTcs mombeM cer-
MeHTa ST Mpu MTPOBENCHUM Y HUX BaryCHBIX IPO0O WIN
BBEICHUM aHTHAPUTMHMUYECKMX MpemnapaToB | Kiacca.
Kpome Toro, y 3THX marueHTOB HaOJII0MaeTCsI HOpMa-
Ju3anus cermeHTa ST mociie BBeneHUsT OeTa-aapeHep-
TMYECKUX CTUMYJIITOPOB U MHTMOMTOPOB hochommnac-
tepasbl II1. TTotepst «cBoga» I1]1 Bo3HMKaeT ObICTpeil B
snukapae [12K, yem JIK cobak BeneacTsue 6osee Bbipa-
>XeHHOM 1-i1 da3bl (3aBucumoit ot Ito) I1]1 B snukapne
TT2K. Drta pasHuia oobscHseT TOT (akT, yto Cb — 310
6ose3ns I12K.

Panee mpenronaraaoch, 4To g CUMYJINPOBAHUS
Cb u nojiydyeHus apuTMOTEHHOTO cyOcTpaTa Heo0X0-
JIMMO CHU3UTH TOK Yepe3 HaTpueBbie KaHabl. Cornac-
HO pe3yJibTaTaM HeOaBHUX 3KCIEPUMEHTAIbHBIX UC-
CJIeMOBaHMI, BBHITTOJTHEHHBIX Ha yJacTKe MUOKapiaa ¢
apTepuanbHOl mnepdy3ueil, KoMOMHALMA OJIOKaIbI
INa u ICa aBnsercs 6onee apdekTrBHOI, yeM OJ10Ka-
na aumb [Na.

Hns oobsicHeHust mombeMa cermeHTa S7 nipu Cb
MOXXHO BBIIBUHYTb IBE TUTTOTE3bI: 3aMEIJICHIE TTPOBe-
NIeHus B anuKapae BoiBogHoro otaena [12K [37] u/unu
ycunenue I/ snmukapaa IT2K, 4yto MoXeT npuBecTy K
notepe «cBoga» [1]1.

CermeHT ST B OCHOBHOM SIBJISICTCS M303JICKTPUIC-
CKHMM B CBSI3M C OTCYTCTBMEM TPaHCMYpPaJbHOTO Ipa-
JIMEeHTa BoJIbTaXxa Ha ypoBHe miato [1/1. AkueHTyauust
3a3yopunbl Ha [1]1 TT2K B huznosornyeckmnx yciaoBusx
MMPUBOINT K YCUJICHHWIO TPAaHCMYpPaJIbHOTO TpagleHTa
BOJIbTaXkKa, YTO BBI3BIBACT MOSIBIICHME BBIPAXKEHHOM
BOJIHBI J WM TIoIbeMa TOYKM J Ha 3JIeKTPOKapauO-
rpamme. Ecnu pernonsipmzaiiis amuKapaa mpeanecT-
BYET PENoJIIpU3aliMK KJIETOK B 30HaX M 1 aHa0Kap/a,
TO 3y0en 7' coxpaHsSeTCs MOJIOXUTEIbHBIM. DTO TIPO-
SBJIIETCS pernoisipudanueit Tuna «ceaia» Ha OKI. bo-
JIee BBIpaXkeHHAs aKIIEHTYAIMsS 3a3yOpPUHBI MOXET CO-
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npoBoxaaThes yaauHeHueM T[] anukapaa, Takum 00-
pa3oM, HaIlpaBJICHUE PETOJIIpU3allii Yepe3 CTEHKY
TI2K w1 TpaHCMypaibHBIN TpaIleHT BOJBTaXka WAYT B
00paTHOM HAaIIpaBJICHWU, IPUBOAS K Pa3BUTHUIO CET-
MeHTa ST TUNa «cBoAa» U MHBEpTUpOBaHuUto 3youa 7,
KOTOpBIC SBNISTIOTCS TUIIHBIME st Ch. 3amennenne
aKTUBALlMM 3MHUKapAa Takke MOXKET CIoCOOCTBOBATh
UHBepTUpoBaHuto 3youa 7. Habmomaemelil B 3KcIie-
PUMEHTE HUCXOAAIIUI XapakTep cermeHTa ST, KOTo-
PBIIf 9acTO MPOSBISIETCS KakK 3y0ell R', TPpUBOIUT K
nosiBieHuto npusHakoB BITHIIT. Dto Bo3HuKaer
BCJIE/ICTBME TIPEKIEBPEMEHHOM PETOJIsIpU3aliuy 1K -
kapaa 12K, a He UCTMHHOTO HapylleHUsI B CUCTEMe
MPOBOIMMOCTH.

Kpowme Toro, monbitku T. Miyazaki 1 coaBT. moka-
3aTh 3arno3nanyio aktupauuoo 12K y manuentos ¢ Cb
HE TIPUBEJIN K YCIIEXY.

IIpeanonaraeTcs, 4YTo apUTMOIEHHBINA CyOCTpar
TIOSIBIIICTCS B TOM CJTydae, KOTrIa 3HAUNTeIbHBIC 3Me-
HEHMSI paBHOBECHSI DJIEKTPUUECKUX TOKOB ITPUBOISAT K
ToTepe «CBOIa» JIUIIb B OTACIHHBIX 30HAX SITUKapa.
ITotepst «cBoma» I1J1 B anukapae (HO He B 9HIOKapP/E)
TIPUBOAUT K Pa3BUTUIO BBIPAKCHHON TpaHCMYypalib-
HOW IUCTIEPCUM PEIOJIsIpU3aliuy U pedpakTepHOCTH,
OTBETCTBEHHBIX 3a TTOSBJICHHE «ySI3BUMOTO OKHa», Ha
MNPOTSKEHUU KOTOPOTO MPEXIEBPEMEHHBI UMITYJIbC
WA 3KCTPACHCTOJIa MOXET MHIYLIMPOBATh apUTMUIO
110 MEeXaHU3My MMOBTOpHOTO Bxona. [IpoBeneHne «CBo-
na» [1/] oT MecT, B KOTOPBIX OH MOIIEPXKUBACTCS, K 30-
HaM, B KOTOPBIX 3TOT «CBOI» MCYE3aeT, IIPUBOIUT K
TMOBTOPHOMY JIOKQJIbHOMY BO30Y>KIEHMIO TTO MEXaHU3-
My reentry Bo 2-ii paze [1/]. DTo reHepupyeT paHHIOIO
BKCTPACUCTONY (B YSI3BUMOM I€pUOE) U IIPUBOIUT K
Pa3BUTHUIO MeXaHMW3Ma TTIOBTOPHOTO BXOJIa, BHI3BIBAIO-
mero KT/P2XK. IIpexaeBpeMeHHOE COKpalleHue,
Bo3HUKaroliee Bo 2-ii ¢aze I/, ciuBaercst ¢ cooCT-
BEHHBIM 3yO1IoM 7' 1 jAenaer ero 0oJjiee OTpULIATEIb-
HBIM. DTa KapTWMHA 4acTO HaOJIONaeTcs repes Havya-
JioM ntoumopdHoit KT.

DKcrnepuMeHTaIbHbIE WCCIeIOBaHMS, MTPOBEICH-
HBIC Ha MUOKapJe C apTepuaIbHOI mepdy3ueii, mom-
TBep:KAAIOT JaHHYIO ruroTte3y [36]. S. A. Aiba v coaBrT.
HCITOTB30BaIM KapTOrpadMIecKyIO0 ONTUICCKYIO CUC-
TEMY BBICOKOTO pa3pellleHMs], KOTopas MO3Bojuja
OCYIIECTBIIATh OTHOBPEMEHHYIO PETUCTPAIIAIO TPAHC-
MmemOpanHoro I/ B 256 TpaHCMypaIbHBIX 30HAX DKC-
nepuMeHTaIbHOTO MUuoKapaa. [1pu aToM ObL1O TIpoe-
MOHCTPUPOBAHO OCTPOE BO3HUKHOBEHHE IpaareHTa
peToISIpU3aliii MeXIly 30HaM1, B KOTOPBIX MCYe3aeT
«cBony [1[1, u TeMu 30HaMU, TAe OH COXpaHseTCs. DTO
MPUBOJIUT K TEHEPUPOBAHUIO PAHHEU 9KCTPACUCTOJIbI
Bo 2-ii ¢asze I1[. JlaHHOe mccleqoBaHKMe ITOKAa3ajo,
YTO MeXaHWU3M reentry, MOSIBJISIOIIMIICS CHavajlla B
BMUKapIe, a 3aTeM ITOCTEIICHHO PacIIPOCTPAHSIONIIIA-
Csl TPAaHCMYPAJIbHO, SIBJISIETCSI OTBETCTBEHHBIM 32 BO3-
HUKHOBeHUe nmoaumMopbubix KT/DXK.

T. Kurita 1 coaBT. yCTAaHOBWIM MOHO(a3HbIE dJIEK-
Tpoabl A1t peructpauuu I1/1 Ha MOBEpXHOCTD 3MMKap-
na u sHgokapaa BT IT2K y manimenToB ¢ Cb 1 BbISIBU-
JIN HaJIW4YMWC BBIPAXXCHHOW 3a3yOpWMHBI Ha OTBETE
sMnuKapja, TeM CaMbIM TT0OKa3aHO HaJIMYKMe 3TOTO THUIA
HapyIIeHWH 1 Y YeJIOBEeKa.

TakuM oOpa3zom, akueHTyauusi 3a3yopuHbsl I1/]
SMUKapaa JIEKUT B OCHOBE ITombeMa cermeHTa S7.
Bosmoxnas norepst «cBona» ITJ1 sanukapaa IT2K emne
0oJIbllie YBEIMYUBAET MOABEM cerMeHTa S7.

Reentry Bo 2-ii ¢a3ze I1]1 crtocodCcTBYeT BO3HMKHO-
BEHUIO 3KCTpacuctoibl, nHayuupytomeir KT/DXK
npu Cb. HemaBHO OBIIM TIpedoCTaBiIeHbI DKCIIEPU-
MEHTaJbHbIE JI0Ka3aTeJibcTBA 3TOTO MeXaHU3Ma.
Aputvun (KT/P2K), Bo3HUKIIIME B 3THX SKCIICPU-
MEHTaJIbHBIX IperapaTax, HallOMUHAIOT BO MHOTOM
taxukapanio tuna TdP. IMo-BummMomy, 3ta apuT™MoO-
TeHHasl akTUBHOCTb CBsI3aHa CO CIIUPAJIECBUIHON MUT-
pPUPYIOIIEil BOJIHOIT, KOTOpasi TeHepUPYeT ITOTUMOp(d-
Hyto XT.

IMpu CYU Q—T mnurenbHOCTh MHTepBasia O— T n3-
MEHSIETCSI B 3aBUCMMOCTH OT BBOJIMMOI 103 IIpenapa-
ta. [Ipu Cb nnurenbHOCTh MHTEpBania Q— T He U3MeHsI -
ercs, a npu CYU Q—T ero miImMTeIbHOCTb CHUXKAETCS
TP YBEJIMUEHWH 03I ITpemnapata. OO0I1eit uepToit 3Thx
NIBYX CUHIPOMOB SIBIIICTCS YCWJICHHE TPaHCMYpPaIbHOM
JIMCTIEPCUU PETIOJISIPU3alliK, KOTOpast TPUBOIMT K pa3-
BUTHIO TaxuKapauu tuma TdP, xorma BenmmuuHa auic-
MepCUM JTOCTUraeT Iopora IUisl Pa3BUTHUSI MeXaHU3Ma
reentry. DTOT TTOPOT CHIDKACTCSI TIPU CHIDKCHUM TN -
teabHocTH I1/1 1 pedppakTepHOCTH.

Pazmane B pacnpoctpaneHHoct CB B 3aBUCHMO-
CTH OT 10JIa MOXKHO CBSI3aTh ¢ 00Jiee BbIpaxkeHHbIM [to-
uHaynupoBaHHbM [1]1 B antukapne 12K y myxxuuH. bo-
Jiee BuIpaKeHHBIN Ito BbI3bIBaeT KoHell 1-i1 da3br T1]]
ITXK u penionsipuzaniuio ¢ 60yiee HU3KMMU TTOKa3aTesisi-
MM, 4TO criocobcTByeT notepe I1J1 u pa3sutuio 2-it da-
3bl reentry ¥ noauMopdHoit KT.

TPAHCMYPAJIBHBIE KJIETOYHBIE
1 MOHHBIE USMEHEHHU A

J1s HOpMaJIbHOTO CLIETUIEHUSI MEXIy BO30yXIe-
HUEM M COKpalllcHMEeM, a TakKe IS MOIAep>KaHUs
CepAeYHOro puTMa HeoOXoAMMa KOOPAMHUPOBaHHAasI
IeSITeIBHOCTh MOHHBIX KAHAJIOB CEPACYHOMN MBIIIIIIEL.

AHKUPUHBI — 3TO BHYTPUKJIETOUHBIC TTOJTUTICITHU -
IIBI, HEOOXOAMMEIE IJIT OMOCUHTE3a M TTOMIePKaHUS
MeMOpaHHBIX TOMEHOB B BO30YAMMBIX U HEBO30yau-
MBIX KJeTKaX. OHM SBIISTIOTCS MEMOpaHHBIMU amall-
TUBHBIMU MOJIEKYJaMHi, KOTOpPBIE HUTPAIOT BaXKHYIO
pOJIb BO B3aMMOJIEHCTBUM MHTETPATBbHBIX MeMOpaH-
HbIX OCJIKOB U CIIEKTPUHOBOM CETU LIUTOCKEIeTa. DTO
LIMTOCKEJIETHBIN OEJI0K, aTalTUPYIOLINI M1 KOHTPOJIU -
pyromnii Beixog Ca2+ B unosurodn 1, 4, S-tpudocdar-
HeIx peuenropax (IP(3)R) sHmomnnasmaruueckoro pe-
TUKYJIyMa.
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CeMelicTBO aHKUPUHOBBIX («anchor» — OT aHIJ.
«IKOpb») TIOJUMEINTUIOB YJYacCTBYyeT B pacIpeese-
HUW-TIPUKPEIVIEHUM M CTa0WIM3alMu MeMOpaHHBIX
OCJIKOB, BKJIIOYAsl MOHHBIC KaHaJIbl, TEPEHOCUMKMU,
MOHOOOMEHHUKHU U KJICTOUYHBIC aATre3MBHBIE MOJIEKY-
JIBI B Pa3IMYHBIX TKAHSIX M THIIAX KJIETOK OpTaHM3Ma:
SPUTPOLIUTAX, TTOYKAX, JETKUX U TOJIOBHOM MO3Te.

Myrtanuysi TeHOB aHKHpPWHA IIPUBOIUT K TaKOMY
TSKEJIOMY HacjleICTBEHHOMY 3a00JieBaHMIO, KaK (a-
TaJIbHBI apuTMUYeCKUit cuHapoM. [lpu 3TOM ecTh
JIBa aHKUPUHOBBIX TeHHBIX MpoaykTa — 220 kDa aHku-
pUH-b, Takxe U3BeCTHBIN Kak aHKupuH 2, u 190 kDa
aHKUPpUH-I, CBSI3aHHBIX C pacIpeaeaecHUeM-TIPUKPET-
JIEHWEM pPa3IMIHBIX MEMOpPaHHBIX MOHHBIX KaHAJIOB 1
MepeHOCUYMKOB K BO30YK1aeMbIM MeMOpPaHHBIM JIOME-
HaM KapJAMOMUOITUTOB.

AnkupuH-b u ankupuH-I' — cocraBHBIE 4YacTu
CepIEYHOI MBIIILIBI, KOTOPbIE TPUKPEILISIOT pa3iny-
HbIC MIOHHBIC KaHAJIbI, HACOCHI, IICPEHOCYNKHU K (pU3H-
OJIOTMYECKHUM caiiTaM BO3AeiCTBUS. B akcrnepumeH-
Tax ¢ MBIIIAMU MYyTalluM aHKWpWHA-b BEI3BIBAOT
CEPIACYHbIA ApPUTMUYECKUN CUHIPOM, CBSI3aHHBIA C
HapyllleHUeM KaJIbI[MeBOTO TOMEOCTa3a.

AHKUpUH-I" CBSI3aH ¢ OCHOBHBIMM ITOTEHIIMAI03a-
BUCHMBIMU CEpICYHBIMA HATPUEBBIMU KaHAJIaMU, U
IOTepsT 3TOTO B3aMMOICHCTBHUS BCICICTBUE MYTAaIlUKN
Na(v)1.5 npuBoaur Kk Cb.

C. A. Mohler 1 coaBT. BBISIBUJIN YEJIOBEYECKYIO Te-
Hetuueckyto Mytaiuio (E1053K) B cBs3aHHBIX ¢ aH-
kupuHoM Na(v)1.5, kotopas npuBogut K Cb. Myra-
uus E1053K npensrtctByeT cBsizbiBaHuio Na(v)1.5 u
aHKupuHa-I, a TakKe TIpedOTBpaIlaeT HAKOIUICHUE
Na(v)1.5 Ha KJIETOYHOIT MOBEPXHOCTU KETYTOYKOBBIX
kapauomuonutoB. AHKUpUH-I' 1 Na(v)1.5 Haxogsarcs
BO BCTABOUYHBIX AUCKaxX U T-Tpyboukax MeMOpaH Kap-
nuomuonutoB, Na(v)l.5 mpeuunutupyer ¢ aHKUPU-
HoM-I" B pacTBope J1u3aTa cepiiia Kphic.

[MpuBeneHHbIE AaHHBIE TPEATOJNAraloT Haaudue
cBs13u mexny Na(v)1.5 u ankupuHoM-I' 1 moka3biBa-
0T, 4yTOo aHKUpWH-I' HeoOXomuM Ui JIOKaJIM3alluu
Na(v)1.5 B Bo30y:KmaeMbIX MeMOpaHaxX KapaIunOMUOIIH -
ToB. CorjlacHO pe3yjabTaTaM UCCIeI0BaHUI HEHPOHOB
W KapIMOMMOIIUTOB, aHKUPUH-I' yJacTByeT B 00IIeM
MeXaHH3Me JIOKaJu3alMy TOTEeHIIMAaJ03aBUCUMbBIX
Na(v)-kaHajioB B MecTax (QYHKIMOHUPOBAHUS pPa3-
JIMYHBIX BO30YANMBIX KIETKOK.

AHKUpUH-I' HEOOXOOAUM JJI1 3KCIPECCUU Cep-
MEeYHBIX MOTEeHIIMano3aBUCUMBbIX Na(Vv)-KaHaloB,
Na(v)1.5 B crneunaiu3aupoBaHHBIX JOMEHaX MeMO-
paH CepAeYHBIX KJICTOK, €r0 MyTallusl IPUBOIMUT K
notepe pacnpeaeseHus Na(v)1.5 Ha KJIETOYHOI TO-
BepXHOCTHU KapaunomuonutoB. M3meneHus B SCNSA
(koaupyeT Na(v)1.5) y uenoBeka, KOTopble OJIOKUPY-
10T B3aumogaeiicteue Na(v)1.5 ¢ ankupuHom-I, npu-
BOASIT K HapyLICHUI0O MeMOpaHHOW 3KCIpecCUuu
Na(v)1.5u CB [7].

COBCTBEHHAS TETEPOTEHHOCTD
JKEJTYIOYKOBOTI'O MHOKAPIIA

B muoxkapae XeayaoukoB MMEIOTCSl MO KpaifHeit
Mepe TPU TUITA KJIETOK C pa3IMYHBIMU JIEKTPOGhU3NO0-
JIOTUYECKUMM CBOMCTBAMM: BMU- U DHAOKApAUAIb-
HBbIE KJIETKU, a Takke Kiuetku M [46]. Dtu Tpu Thma
KJETOK Ppa3jiMyaloTcs MO CBOUM PEMOJSIpU3allMOH-
HBIM XapakTepucTukam B ¢azax 1 u 3 I1/1. Dnukapan-
aJibHble 1 M-KJIETKM B OCHOBHOM MMEIOT BBhIPaXKeH-
Hylo l-10 a3y, Kotopasg OOYyCIOBJI€HA BBIXOASIIUM
ToKOM (Ito), 4YyBCTBUTENbHBIM K 4-aMUHOMUPUIUHY
(4-All), BciaeacTBMe 4ero MOTEHUMAN AEHCTBUS Ha
9JIEKTpOKapAuorpaMMe MpuodpeTaeT opMy «ITHKa»,
«CBOJIa» WUJIU 3a3yOpMHbBI. DTa perMoHalbHasl pa3HUIla
Ito Oblna BBISIBIEHA B KEIYIOYKOBBIX MHOIIUTAX CO-
0ak, KolleK, KpOJUKOB, KPbIC U YeJIOBEKA.

Mexny snimkapauaibHbIMU U M -KJIeTKaMU JIEBOIO
M MPaBOro KeJyI0YKOB CYIIECTBYET pa3HULIA B BEJIU-
yuHe 3a3yopuHsl [1/] 1 cooTBeTCTBYIOIIAs pa3HULIA B
Ito. D10 00BsICHSIET TOT (hakT, uTOo Ch aBnsgeTcsa 3a60-
JieBaHueM umeHHo TTXK.

Mexay cI0sIMU 3IU- U SHIOKAPIUAIbHBIX KJIETOK
HaXoIsITCsI TIepexomHble ' M-kjeTku. OTaInduTesb-
HBIM TIPpU3HAKOM M-KJIETOK SIBJISIETCS TO, YTO B OTBET
Ha 3amemienre YCC u/unu 1ipy BBeICHUU TIperiapa-
TOB, yBeIUUMBaOIIMX JmuTeabHocThb TT11, ux I yBe-
JIMYMBAETCS B OOJIbIIEH CTEMEHU, YeM B IPYTUX KJIeT-
Kax. ¥ cobak MOHHOU OCHOBOM 3TUX OTJAUYMUTEIbHBIX
XapakTepUCTUK M-KJIeTOK SBISIOTCS: Haaudue
MMO3IHETO BHITIPSIMIISIONIETO TOKA MEIJICHHOM aKTH-
Bauuu (IKs), 6onee Bbipa’keHHbIN MO3AHUIA TOK Ha-
tpus (INa) u 6o1ee BeipaxkeHHBI TOK Na-Ca-ooMme-
Ha. B akcmepumeHTe c cepaleM cobaku ObLIO
IMOKa3aHO, YTO MTO3MHUIA BHITIPSIMIISIOININI TOK OBICT-
poit aktuBauuu (I1Ks) u BXogsiiiuit BEIMPSIMIISIIOIIMIA
ToK (IK1) mogoOHBI BO BCex Tpex THUIIaX TPaHCMY-
paJIbHBIX KJIeTOK. Bplja onmrcaHa TpaHCMypaibHas U
anukoOa3anabHas pa3HUla MIOTHOCTU KaHanoB IKr B
cepjilie XOpbKOB, Tpu 3ToM TOK IKr 1 6enku KaHana
Oosee pa3BUTHI B anuKapae. B cepaie cobaku Ha-
OJsropaeTcs 6oJiee BhipaxkeHHbIN ToK 1Ks B n3onupo-
BaHHbIX M-kutetkax 12K, yuem JIZK. ICa mexay nzonu-
POBaHHBIMH KJIETKAMM 3IIMKapaa, SHIoKapaa |
M-kj1eTKaMu CTEHKM JIEBOTO KeIyla04yKa CYIIEeCTBEH-
HBIM 00pa3oM He OTJIMYAeTCS.

OngHako B OJHOM MCC/IeIOBaHMU OblLla HalizeHa
pa3HuIIa cBOMCTB KaHasioB Ca2+ KeTyITOYKOBBIX H-
I0- ¥ BMUKapIMaJbHBIX KJIETOK CO0aK M ITOKa3aHo,
yro ICa gBnsiercst Gosiee BbIpak€HHbIM B MUOLIMTAX
9HAOKApAa, YeM 3MuKapaa. Takke BO BCeX DHAOKAp-
IHATBHBIX MHMOIIATAX OBUI 3aperMCTPUPOBAH HU3KO-
noporoBbIit TOK Ca ObICTPOiT aKTUBALIMU U Ie3aKTUBA-
IUU, TIONOOHBIM TOKY Tmma 1, B TO BpeMs Kak B
SMUKAPpAUATbLHBIX MAOILIMTAaX 3TOT TOK HE OBIIT 0COOCH-
HO BBIPaKEHHBIM WJIK OTCYTCTBOBAJI.
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Xotd M-KJIEeTKH MO CBOUM THUCTOJOTMYECKUM
CBOWCTBaM TOXOXHW Ha 3MHW- W SHIOKapAWaIbHBIC
KJIETKH, WX 2JeKTpodU3nojorunyeckrue u (papmaxko-
JIOTUYECKUE CBOMCTBA SIBISIIOTCS <«TUOPUIHBIMU»
Mexny kjietkamu [TypkuHbe U XeaymoukoB. Tak ke
Kak " KineTku [lypkuHbe, M-KJIETKHM BBI3BIBAIOT BBI-
paxeHHoe ymnuHeHue [1J] u oTBeyaroT mpexnaeBpe-
MEHHOH ITOCTACTIONSIpU3aIeil B OTBET Ha OJIOKATOPHI
IKr, Torna Kak anu- 1 3HA0KapAuaIbHbIe KIETKU HE
umeroT 3toro cpoiictea. [lomodHo knetkam Ilypku-
Hbe, M-KJIETKM OTBEYAIOT MO3THUMHU MOCTACTIONSIPH -
3alIMOHHBIMU MTOTEHIIMAJIaMU B OTBET Ha Mpenaparhl,
BBI3BIBAIOIIME HATPY3KY U TIEPErpy3Ky KapauOMUOIIH -
TOB KaJblIMEM, SMU- U SHIOKAPAUATIbHbIC KIETKU HE
00/1a1al0OT 3TUM CBOMCTBOM. B oTiimume OT KIIETOK
[Typkunbe, M-keTku ynauHsoT cBoit [1/] B oTBeT Ha
o610katopbl IKs, anu- u sHmoKapauaibHble KIETKU
Takke ymauHsioT cBoit 1] B OoTBeT Ha yKa3aHHBIE
o610katopbl. Knetku IlypkuHbe u KieTku M nmeror
pa3IMYHbIi OTBET Ha aJpeHepruyeckue ajibca-aro-
HUCTBIL. CTUMYJISLIMS pelenTOPOB aibda-1 mpuBoAUT
K yBenudeHuio muteabHoctu [1]1 B BomokHax Ilyp-
KWHbe, yKopoueHuto 1] B M-kjeTkax u Julllb B He-
3HAUMTENbHOU cTereHu BauseT Ha [1]1 sHmo- u anu-
KapIMajdbHBIX KJIETOK (puc. 5).

Hapyuienus
Toka I

MyTtauuu B reHax
KCNQIwu KCNE]T

B crenke JIZXK cepaiia cobaku ObUIO IE€TaIbHO HC-
clieloBaHO pasMellieHre KjieToK M, uMmeroinux oosee
nponoekuteabHblil [T (BCL > 2000 mc). Ounm 3aua-
CTYIO JIOKQJIM3YIOTCSI MEXKIY TNIyOOKUMU CIIOSIMU CyO-
SHIOKapAa U CPEIHUMU CJIOSIMM MUOKap/a TepeIHei
[45] n naTepanbHOI CTEHOK, a TAKXKe Ha MPOTKEHUN
Bcell creHKU BbIBogHOTO otaena IT2K, B To Bpems Kak
MepexoaHbIe KJIETKU pa3MeIaroTcsI BO BCell CTEHKE
JIK. M-kneTku TakxKe MpUCYTCTBYIOT B TTTYOOKUX CJIO-
SIX OHJ0KAp/Ia, BKIII0Yast ManuUIIPHbIE MBITIIIbI, Tpa-
OEKyJIbl M1 MEXKEJTyTOYKOBYIO Meperopoaky. B ornu-
ype oT KieToK [lypkuHbe, M-KIIETKM He HailIcHBI B
pPa3pO3HEHHBIX ITyYKax WJIM OCTPOBKAX MUOKap/a, XO-
TS U CYIIECTBYIOT JOKA3aTeIbCTBA UX JIOKAJIU3ALMU B
OTIEJBHBIX MBIIICYHBIX CI0sIX. KIIeTK! ¢ momoOHBIMM
XapaKTepUCTUKaMKU M-KJIETOK OB TaKXe OTKPBITHI
y cobaK, TBUHEIICKIX CBUHOK, KPOJIMKOB, CBUHEH 1 Y
yesoBeka [8].

B psime mcciaemoBaHMil TTOKa3aHO, YTO aKTUBAIIMS
nmapacuMNaTUYeCKOil I TOPMOXEHUE CUMIIaThyec-
KOl HEpPBHOW CUCTEMbI YCUJIUBAET apuTMOreHes. Jlei-
CTBUTENIBHO, B 93,3% cilydyaeB CHUHKOIIAJIbHBIC ITPU-
crynibl ipy CBb BO3HUKAIOT B BeyepHee WM HOYHOE
BpeMs (¢ 18 10 06 1), mpuyeM yaiie BO BTOPOii IMOJIOBU -
He Houu. Kpome Toro, B nmatoreHe3ze Cb urpaet poJib
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CuHapoM ci1abocTu
CHHYCHOTO y3J1a

Puc. 5. Ten-onocpenoBaHHast KiaccuduKalys MepBUYHBIX HapyIIEHU CepIeYHOro puT™Ma, TipeaioxeHHas S. Priori
(Working Group of Arrhythmias in European Society of Cardiology, 2003)
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nucbaaHC MeXIy 0- U B-aJpeHePruuecKoil CTUMYJISI-
umeit. Tak, mpu BBEACHWM TAIIMEHTAM O-aIpeHOMMU-
METUKOB WJU B-aJApeHO00J0KAaTOpPOB HaOJ0Aal0Ch
yBeJIMUYCHNE TTombeMa ceTMeHTa ST, a TIpu BBEACHUU
0-a1peHO00J0KATOPOB M B-aAPEHOMUMETUKOB — €ro
yMeHblienue [19].

ITepBoe onucanue BoaHBI J ObLIO caenaHo B 20-x
roJax IpOIIOTO BeKa, ¢ TOMOIIBI0 3KCIIEPUMEHTOB
Ha XMBOTHBIX ¢ TUIIepKanbLiemueil [47]. bonee ne-
TaJlbHOE OIMMCAaHWE M XapaKTePUCTUKY 3TOUW BOJIHEI
npenctaBui yepes 30 set OcOopH, C MOMOIIbIO SKC-
TepUMEHTaIbHOM TUIIOTEPMHH Y cobaK. B KimmHmye-
CKOM TMpakTUKe BOJHA J MOSIBISCTCS IPU TUIOTEP-
MHWU ¥ TUNepKajbplueMnu. BoirHa J, Bo3HHUKaIOIIas
IpU TUIIOTEPMUU, — OTO PE3YIAbTaT BBIPAKEHHOTO
aKIIEHTUPOBaHUS MOPGOJIOTUU «MUKa» U «CBOIa»
MMOTeHIIAaNa NeCTBUS M-KIIETOK M KJIETOK SIHUKap-
na (To ecTh yBeJIMYEHUE LIMPUHBI U BHICOTHI 3a3y0-
puHbl). KpoMe nHIyLmpoBaHus 0ojiee BEIpaskeHHOM
3a3yOpUHBI TUIOTEPMUST MPUBOIUT K 3aMeIJCHUIO
TIPOBOAUMOCTH, OTCIOJa — BO3MOXHOCTbH pa3neib-
HOTO TosBIeHMs 3yoa J u kommiekca QRS. AKiieH-
THpOBaHME 3yOLia J MpU TUMEPKaJIbIIMEMUN TaKXkKe
MOXET ObITh OOBSICHEHO Ha OCHOBAaHUM aKIIEHTUPO-
BaHMs 3a3yopuHbl I1J] anMkapna BCaeacTBUE yCUie-
HUSI TOKa XJopa, aKTUBHPOBAHHOTO KaJIbIIMEM U
cHxeHueM [Ca. BeipaxkeHHOCTb 3a3yOpUHBI TaKXKe
JICKUT B OCHOBE 3JICKTpOKapamorpaduiecKux u
apUTMOTeHHBbIX TposiBieHu# Chb.

Tak xak cumraercs, utro Cb aBisgeTcs ciencTBu-
€M Ype3MepHOro yBeJIUUEHUST BOJHEI J, cienyeT 00-
CYINTH 3JIEKTPUICCKIE OCHOBHI JaHHOI BOJTHBI. Ha-
nuune 3a3yopunsl Ha [1]] snukapaa u ee OTCyTCTBUE
Ha I1/] sHmoKapma MPWBOAAT K TPaHCMYPaJTbHOMY
IpaaueHTy BO BpeMs XKeJyI0YKOBOI aKTUBALIMM, KO-
TOPHIN BBISIBIISICTCS KaK ITO3IHSIS BOJIHA JeJIbTa I10-
ciie komrekca QRS BonHoit J unn 3youom Ocbop-
Ha. Yacto MOXHO OOHapyXuTh BojHy J Ha OKI
cobak uiau 6adbynHOB. Y 4yeoBeKa, Kak IpaBUjo, 00-
HapyXWBaeTCs MOIbeM TOUKM J, a He OTINUNTEIb-
Hag BosHa J. CunTaeTrcs, 4YTO BhIpakeHHasl BojHa J
Ha 4YeJIOBEYECKOU 3JIeKTpOoKapaAuorpaMme SIBISETCS
MATOTHOMOHWYHBIM TIPU3HAKOM THUIIOTCPMUU WA
TUTEPKAJIBLMEMUU.

Bonpimme nim aHopMaibHBIE BOJHEI J Ha TIPOTSI-
JKeHUM IJIMTEIbHOTO BPEMEHU CBSI3BIBAIMCH C UIMO-
matnaeckoii MK, a rakske ¢ Cb [39]. [Tpu Cb BotHa J
MPOSIBIISIETCSI MOABbEeMOM cerMeHTa ST B MpaBbIX TPYI-
HbIX oTBefneHusIx DKI. B HeKOTOpbIX UCCaeI0BaHUIX
OblTa TOMYEPKHYTA CXOXECTb MEXIY YCIOBUSIMMU,
TpeapacIiojarafoliiMi K TTOBTOPHOMY BXOAY BO 2-i1
daze, u mpuzHakamu, conyrcrByonmu Ch. Kak 0bI-
JIO OTMEUYEHO BhIlIe, TToTepst «cBoa» /1 B anukapne,
HO HE B HIOKap/e TeHepHpyeT TPaHCMYpPaIbHBINA TOK,
nposBisonuiics Ha DKI sneBauueir cermenta S7,
rmogo6Ho# TakoBoit mpu Cb. HemaBro B. D. Thomsen

W COaBT. TOATBEPAWIA BO3HUKHOBEHWE TTOBTOPHOTO
Bxoza Bo 2-ii ¢aze I1[] y yenoBeka.

Ha m301mpoBaHHBIX MUOIIMTAX 3MHMKapIa CTCHKU
JIX xposnuka ObUIa okasaHa 601blas INIOTHOCTD TO-
Ka xJiopa, akTUBUPOBaHHOTO 1I-AM®, yeM ToKa XJiopa
B MHOIIMTAaX SHAOKapaa. B HacTosIee BpeMs cuuTaet-
cs, uTo Ito2, KOTOphIil paHbllle 00bSICHSICS KaJueBbIM
TOKOM, Ha CaMOM JIeJi¢ SIBJISIETCSI TOKOM XJIopa, aKTH-
BUPOBAHHOI'O KaJblIMEM, KOTOPBIN TakKe BIMSET Ha
3a3yopuny I1/], HO TTOKa He U3BECTHO, Pa3IMYaloTCs
JIM OTU TOKU MEXIY TpeMsl TUTIaMU KJIETOK KeTymnod-
KOBOTI'O MUOKap/a.

TpaHncmypanbHas aKTHBAlLlMs BHYTPU TOHKOU
creHku 2K siBisieTcsl OTHOCUTENIBHO OBICTPBIM MPO-
IIecCoM. DTO TIPUBOIUT K TOMY, UTO BOJTHA J «ITOKPHI-
BaeTcsi» KoMruiekcoMm QRS. U xots 3a3yopuHa Ha [1]]
0osee BhipaxkeHHas B anukapzae 12K, aToT xenynouek
JIMIIb B HE3HAUMUTEJIbHON CTENeHU BAMSIET Ha IMOsIBIIe-
HHE BOJHHI J B HOPMaIBHBIX YCIIOBHSIX. DTH HaOIIOIe-
HUsI COTJIaCyIOTCS C MOSIBJIEHUEM BOJIHBI J B TE€X OTBe-
neHusx DKI, B KOTOPbIX CyMMapHbBIA 27€KTpUIECKUN
BEKTOP HallpaBJieH TpaHcMypaibHO yepe3 JIZK u mepe-
ropoaky. Bcienctesue storo BosnHa J y cobak 6Gosee
BeipaxkeHa B otBeneHusx 11, 111, aVR, aVF, a takxke B
CPEIHUX U JIEBBIX TPYIHBIX oTBeAeHUsIX V3—V6. Ilo-
noOHasi KapTMHa HaOJl0JaeTcs] U Ha 4eJIOBeYeCKOM
aJieKTpokapauorpamMmme. Kpome TOoro, ¢ momouibio
BEKTOPOKapAUOTpaMMBI OBLIO IMTOKa3aHO, YTO BoJIHA J
00pa3yeT AOMOJHUTEIbHYIO METI0, BOZHUKAIOIIYIO Ha
coenqnHennu netia QRS u T. OHa HampaBJieHa BJIEBO
U BIIeped, YTO OOBSICHSIET BBIPAXXEHHOCTb HAHHOTO
3y0lia B OTBEAEHUSIX, COOTBETCTBYIOIINX JIZK.

[IpocTpaHCcTBeHHas1 AMCIIEPCUsT PENOISIpU3aLIUH,
BBIpaXkaromniasicss B TpaHCMYPaTbHOM, TPaHCCEITab-
HOIM M anmmkKo0a3aJibHOM ee AUCIIEPCUU, TeHepupyeT
IpaIMeHTHl BOJIbTaXa, CIIOCOOHBIE BHI3BIBATH (DOPMU-
poBanue BoaHbI J 1 3youa 7' Ha DKI. Yeunenue atoii
JNIUCIIEPCUU JIEXKUT B OCHOBE XXU3HEYTPOXKAIOIIUX XKe-
JIyTOYKOBBIX apUTMUI, CBSI3aHHBIX C HACJAEACTBEH-
HBIMU MOHHBIMU «KaHAJIOMaTUSIMW», BKITIOYAIOITUMK
CYU O-T, CKU Q—T, CB, a Takxxe moJuMophHYIO
KEJTYTOUYKOBYIO KaTeXxOJaMUHEPTUUECKYIo TaxukKap-
o (IT2XKKT).

IIpu CYU Q—T ycuneHnue TpaHCMypajabHOM AVC-
nepcuu penossipuzauuu (TIP) 3avactyro siBisiercs
cneacrBueM yminHeHus I1J1 M-KJIeTok, B TO BpeMms
kak npy Cb BO3HUKAeT CeJleKTMBHOE YKOpOUYEHUeE
I111 snukapna I2K. ITo-Bunumomy, ykopoueHue I1]]
SHIIO- WJIM 3MUKapia SIBISIETCSI OTBETCTBEHHBIM 3a
ycunenue TP CKW Q—T. B ciyuae TTXKKT npuun-
Hoii yeuneHnus TI P siBisieTcs oOpaTHOe HarlpaBjeHue
aKTUBAIIMU KEIYIOUYKOBOM CTeHKU. TakmM 00pa3oM,
CYU O-T, CKMN Q—T, Cb, IT’KKT — »T10 naroysorun
C pasIMIHBIMM (DEHOTUIIAMH W STHOJIOTUYCCKUMM
dakTopaMu, HO ¢ OOIIUM MEXaHM3MOM BO3HUKHOBE-
Hus BCC.
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AJIBTEPHAIIUA BOJIHBI T

OmHUM U3 MEHee M3BECTHBIX, HO HamboJiee MH-
(hopMaTUBHBIX MPEeAUKTOPOB BbICOKOro pucka BCC
SIBJISIETCSL OIpeliesieHre ajibTepHauuu 3youa 7 mpu
MPOBeICHUH TTPOOKI ¢ (PU3NYECKOM HAarpy3KOoil UiIn 110
JTaHHBIM CyTOYHOTO MoHUTOpupoBaHus DKI [34].
AnbrepHanus 3youa 7'— 3T0 4yrcoBasi XapaKTepucTh-
Ka u3MeHeHUi1 Mopdooruu 3yona 7, ImposBIsSIOIINX-
Ccsd Ha 3JIEKTpOKapauorpamMMmMe B BUIE 4YepedoBaHUs
KoMIuteKcoB QRS pasnuuHbix TutoB. [Ipu mposene-
HUM TECTOB C (PU3MUECKOI HArpy3Koil ajbTepHalus
3yOma 7 TipeacTaBisieTcsl KaK CHIDKEHME aMIUTUTYIbI
WIN TONsIpHOCTU 3yOLoB 7' M udMeHeHue Mopdoo-
rum cerMeHTa ST B pa3HbIX KoMIuiekcax. [lepBbie uc-
CJICMOBaHUSI OTUAarHOCTUYECKONW 3HAYMMOCTU ajbTep-
Hauuu 3ybua 7 6butn mpoBeaeHbl D. Rosenbaum u
COaBT. ABTOPHI BBISIBUJIN CUJIBbHYIO 3aBUCUMOCTD MEXK-
Iy BEJIMYMHON ajibTepHaluu 3yoia 7' v 4acToToit pas-
BUTHUS XKeJIyTOUYKOBBIX apUTMMIA IO TAaHHBIM 3JIEKTPO-
dusnonornyeckoro wucciaenosanus (DPU). Tlo
pe3yabraTaM paboTHI OBUT CIeIall BEIBO, UTO ajbIep-
Hauus 3youa 7 cayXuT OOHUM M3 MapKepoB BO3HUK-
HoBeHMst BCC. MccnenoBaHus ITOCISIHUX JIET J0Ka3a-
JI BBICOKYIO MH(MOPMATUBHOCTh METOa aJIbTepHALIMU
3youa 7 s onpenesaeHus Tpymnmnbl MalueHTOB, HYX-
JMAOIIMXCS B MMILIAHTUPYEMOM KapauoBepTepe-ae-
dubpumarope (MKBI). B padote D. Predescu u co-
aBT. YCTAHOBJIEHA BBICOKAsI YYBCTBUTEIILHOCTh METOA
ajpTepHauy 3yoma 7' 1mo cpaBHeHMIO ¢ DU msd om-
peneeHus pUCKa BO3ZHMKHOBEHUS KEIIYIOYKOBBIX
aputMmuii. lo 10% Bcex ciaydaeB BCC o0ycioBiIeHbI
HACJIEACTBEHHON ITaTOJIOTUEN, BEAyIel K BOSHUKHO-
BEHMUIO OMACHBIX 151 XKU3HU apuTMuil. Hanbonee pac-
npoctpanenst CYU Q—T u CB. O6a 3aboneBaHus
SIBJISIIOTCSI YaCTBIMU MIPUYMHAMU JIETATbHOCTHU B €T~
ckom Bozpacte. g oueHku pucka BCC y nereii ¢
HacJeICTBEHHOM matojiorueidi HauboJiee MPOCThIM U
JIOCTOBEPHBIM METOJIOM WCCIEIOBAHUS SIBISIETCS
ajpTepHanus 3yona 7 mpu MpoBeJeHUN TecTa ¢ pu-
3UYeCcKOil Harpy3koii. 1o HelaBHEro BpeMeHU eIUH-
CTBEHHBIM METOAOM OLIEHKM ajJbTepHauuu 3youa 7T
OBLI CITEeKTpaJIbHBII METO, OCHOBAaHHBIN Ha aHAJIN3e
Bapuanuii Mopdoornu 3yoma 7'B 4aCTOTHOI obJjiac-
ti. HoBasi mporpamma, paspaboTraHHass KOMIaHue
«GE Healthcare IT», mpegHa3HayeHa 11T U3MEpPEHUS
ajbTepHalM 3yo1a 7' HemoCpeACTBEHHO BO BPEMEH-
HOIT 00J1acTH, 9TO HEe TPeOyeT MOomaepKaHUsT BBICOKIX
3HayeHuii YCC B TeueHUe MPOIOKUTEIBHOIO Bpe-
MEHU. DTO 0COOEHHO BaXKHO y MAllMEHTOB C HU3KOU
(¢pakuueit Beiopoca JIZK. Takum o06pa3oMm, METOJ, OIT-
peneseHus ajabTepHaluu 3youa 7 moMoraeT MporHo-
31MpOBaTh PUCK BOZHMKHOBEHMS OTIACHBIX JUISI SKU3HU
SKEJTYIOYKOBEIX apUTMHII M CBOEBPEMEHHO BEIOpATh
MPaBWIBHYIO TAKTUKY JICUCHHUS TALIMEHTOB C JIIO0O
naTojorueil cepaeuHo-cocynucToit cucreMbl. Mccre-

JTOBAHUS TTOKA3aJIU, YTO BO BpeMs ajikTepHaluu 7-BoJ-
HbI 3aIycKaloTcsd aBa MexaHusMa — noteps 10 snu-
Kapma 1 cKpbitas 2-s1 ¢asza reentry [16].

IIPUOBPETEHHBIV CHHIPOM BPYTAJIA

B muTepartype BcTpevaroTcst yKa3aHUs Ha IOSIBIIC-
Hue Tunu4HbIX s Cb uamenenuii Ha DKI' non Bo3-
JNEVCTBUEM IPYTUX MPUYUH, TOMUMO FE€HETUYECKON
natonoruu. 3a 15 ner uszydyenust Cb Hakonuiuch gaH-
Hble 0 npuodbpereHHOM Cb. Onrcanbl Opyragonono0-
Hble u3MeHeHus1 OKI' y 60JbHOTO BO BpeMst IMXOpaj-
KU1, KOTOpBIE, OJTHAKO, He ObLIN TTOATBEPXKIACHBI ITOCTIE
HOpMaJIM3alliK TEMIIePATypPhl IIPU BHITTOJTHEHUU TECTa
C BBEJIEHUEM aHTMApUTMUYECKUX MperapaToB | Kiac-
ca. Mamenenusa Ha DKI mo Tumy Opyragornogo0OHbBIX,
0e3 KIMHUYIECKOTO MTOATBEPXKIECHUSI CMHIPOMa, MOTYT
HaOJIIOMAThCS Y MAllMeHTOB C 3KCKaBallMel TPyIHOMN
KJIeTKU (BEPOSITHO, M3-3a XPOHMYECKOTO MOBpEeXIe-
aug [12K), mpu reMomnepukapae. OmmcaH cirydail pe-
ructpauuun tunuyHoil mist Cb BDKI-kaptuHbl mpu
OIyX0JI cpenocTeHus: ¢ HopMmanusauueit DKI' mocne
ee yIaJeHMsI, YTO, BO3MOXHO, CBSI3aHO CO CIaBIeHUEM
omnyxojbio BTTIZK. MMmetotcst coobiieHnst o nosipiie-
HUU TIPU3HAKOB 3TOTO0 CUHAPOMA IPU YIOTPEOICHUMN
OOJIBIIMX 1103 KOKaWHa, TPUIIMKIMYECKUX aHTHIE-
peccaHToB [4], TIpy rUNepKaaIueMUu, TUTIePKaIbIIN-
eMuu, aeGuiMTe THAMKHA, TUIepIapaTupeouIn3me,
TUIIEPTECTOCTCPOHEMHUH, APUTMOTCHHOMN HMCILIA3UMN
IK, nepukapaute, uHbapkTe MUOKapaa, CTEHOKap-
o I[lpwHIIMeTama, MeXaHMYeCKOM OOCTPYKIINU
BT TIT2K, TpomM003MOOIMK JIETOYHOI apTepuu, pac-
CJIavBAIOIIEIICST aHEBPU3ME AOPTHI, PAa3TIMIHBIX aHO-
MaJIMSX LIEHTPAJIbHON Y BET€TaTUBHOM HEPBHOM CHUC-
TEMBbI, MBbIIIEYHOU aucTpoduu [lomeHHa, aTakCuu
®peneprka. OmHAKO TPYAHO CYIUTh, SIBISIOTCS JIN
OHU TIposiBIIeHUEM CKpbIToro Ch mitn mprnodpeTeHHbI -
MU Opyragonomgo0HBIMU U3MEHEHUSIMU.

[Mpuem nekapcTBEHHBIX TIPeapaToB, MHTUOMPYIO-
IIMX HATpHUEeBbIe KaHAJIBI, TAKXKe MOXKET BeI3bIBaTh Chb.
JlexapcTBeHHO-UHAYIIMPOBaHHBIN Cb onucaH mpwu je-
YeHUN Mecajla3MHOM, BarOTOHWYECKMMM IIperapaTa-
MM, OeTa-aapeHeprUYEeCKMMU arOHUCTaMuU, OeTa-aape-
HOOJIOKaTOpaMy, aHTUTUCTAMHHHBIMH IIperrapaTaMu
1-ro moxosieHusl, aHTUMAISIPUMHBIMU CPEJICTBAMM, Ce-
aTUBHBIMM, aHTUKOHBYJIbCAHTAMM, HEHpOJIENITHKA-
MM, TPY- U TETPALIMKINYECKMMU aHTUAETIPeCCaHTaMu,
rpernaparaMu JIUTHS.

ITo naHHBIM BKCNIEPUMEHTOB in Vitro U in vivo, CeK-
IIMOHHBIX W KJIMHUYECKUX WCCIIEIOBAaHUII aHTUKOH-
BYJIbCAHTHI, aHTUACIIPECCAHTHI, HEHPOJENITUKM, aHK-
CHUOJINTUKY Y HOPMOTUMUKM CITOCOOHBI OJIOKMPOBATh
obicTpoie KanueBble HERG-kaHanbl, HaTpreBble KaHa-
Jbl (BenenctBue aedekra reHa SCNSA) 1 KanblLyeBble
KaHajbl L-Tura, BeI3bIBAsI TaKUM 00pa3oM (PYHKIIHO-
HaJIbHYI0 HEIOCTaTOYHOCTb BCEeX KaHAJIOB cepalia [42].
Hmerommecs B MEIUIIMHCKOM JIUTEPATYPE COOOIICHUS
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o Cb, TecHO accOlMMPOBAHHOM C MIPUEMOM ICUXO-
TPOITHBIX ITPEIapaToB, KacaloTCsl B OCHOBHOM CYUII-
JIOB, CJy4aeB IEePelO3MPOBKA M MHTOKCUKAIIUM, TO
€CTh TOKCMIECKUX 103 JIEKAPCTBEHHBIX cpeacTB [10].

YckopeHHasi MHAKTUBALIMSI HAaTPUEBBIX KaHAJIOB,
BbI3BaHHAs1 MyTanusiMu reHa SCNSA (CBSI3aHHBIMU C
Cb), Kak mokas3aju MccleIOBaHUsI, COMTPOBOXAAIACH
TOBBINIEHUEM TeMrepaTyphl. JleficTBUTETbHO, He-
CKOJIKO CJTy4yaeB AEMOHCTPUPYIOT, YTO JMXOpaakKa
MOXET CTIOCOOCTBOBATH BBISIBJICHUIO JTATEHTHOM (hop-
Mbl Cb u Bei3Bath XKT. P. C. Keller u coaBT. BEISIBUIN
myTauuio F1344S B rene SCNSA y nanuentos ¢ Cb u
KT, BbI3BaHHOI IMXOPaIKOM.

B moBcemHeBHOI TpakTUYeCKOW paboTe MbI Ha-
omonaem mosgsiaeHre BITHIIT reo0sraHoM hopMbI (¢
YMEpeHHbIM noabeMoM cermeHTa S7) — «saddle-back
type» y MalMeHTOB, MPUHUMAIONIUX TCUXOTPOTTHbIE
npemnapaTrbl B J103aX TepamneBTUUYECKOTO CTaHIapTa
[23]. IIpm 3TOM perucTpamms TaKUX OPYyramorrogo0-
HbIX u3MeHeHuit Ha DKI' compoBoxaaeT yxyaiieHue
TICUXOCOMATUYECKOTO COCTOSTHUSI OOJIbHBIX IO THUITY
«4pe3MepHOIl TpaHKBUIM3ALMK», C CUMIITOMaMM 00-
el c1abocTu, COHIMBOCTU, TUTTIOTOHUM, OpaguKap-
M, YTO HAIIOMUHAET KIMHUYECKYIO KapTUHY TJIy00-
Kot runepcenanuu. [lociae KOppeKIIMy Teparnuu Win
OTMEHBI TICUXOTPOITHOTO IIperiapaTta HaOIomaeTcs
ObicTpas oopatHas nMHamuka KT -usmeHeHuii Beaen
3a YIydIIeHeM KIMHUYECKOTO COCTOSTHUS OOTbHBIX.

JIEHEHUE ITAITUEHTOB
C CHHIPOMOM BPYTAJA

Jleaenne CB mpoBOmST ¢ YyYETOM KIIMHUYECKMX
0ocoOeHHOCTel 3aboyieBaHMS, XapaKTepa I'eHEeTUJec-
KUX HapyueHuit (Hanuuue aedekTHoro oenka Na-ka-
HajoB). [IpyM HaIMYUM KIMHUYECKUX CUMIITOMOB
OOJIbHBIM HEoOXOIMMa WMMIUIAHTALIMS KapanoBepTe-
pa-gepudpmmngtopa (KBJ/I), Takoii ke MeTon jede-
HMST HY>XeH OOJbHBIM ¢ MHIyLIMpoBaHHOW Tipu DDU
KT. N3 aHTMapuTMHUUECKUX IpernapaToB HEOOXOAUMO
HazHayaTh npernapatbl IA knacca (XMHUAWH U AU30-
mpamMun) uia amuogapoH. CremyeT n3deraTb Ha3Ha-
yeHus npenapaToB | Kiacca, TaKMX KaKk HOBOKaWHa-
Mu, hICKauHU, aitMaIiH, KOTOPBIE, M30IMPOBAHHO
ONOKUpPYs HATPUEBBIN TOK, MPOBOLIMPYIOT MaHUpeC-
tauuto Cb. Ipenapatel kiacca IC, Takue kak diieka-
UHUI U TiportadpeHOH, U Kiacca [A, Takoit Kak rpoka-
WHAMUJ, TPOTUBOIOKA3aHbI, MOTOMY 4YTO OHU
CIIOCOOCTBYIOT BBISIBIIEHUIO CKpbIToro Cb 1 BBI3bIBa-
IOT apUTMOTEHE3.

o HacTosIIero BpeMeHN MeAMKaMeHTO3Hasl Te-
parmust ipu Chb He HamuIa MIMPOKOTO MPUMEHEHHUS B
CBSI3U C OTCYTCTBHEM TIPEIIapaToB, TOCTOBEPHO CHU-
KAOUIMX CMEPTHOCTh TakuX OOJbHBIX. MMeroTcs
eOIVHWYHBIE yKa3aHus Ha 3(POEKTUBHOCTb Mpemy-
MpeXACHUS XEeTyIOUYKOBbIX HapylIeHUI pUTMa IMpU
Ha3HAYeHUM TIPOIIPAHOJIONA M OU30NMHUpPaMUOA, XOTS

OHU MOTYT TIPUBOJUTH U K ellle 0ojiee BBIPAXKEHHOMY
noaseMy cermenTa S7. qusonupamun (kiacc IA) B He-
KOTOPBIX CIIydasix HOPMaJM3yeT 3JieBallii0 CerMeHTa
ST, a B HEKOTOPBIX TaKxKe BBISBIISET CKpBITHIN Ch [48].

Ectb HaGmoneHMe,, CBUIAETELCTBYIONIEE O TTPEIOT-
BpameHun peunauBupoBaHus P2K mpu BHYTPUBEH-
HOM BBeJIEHUHN U30IpoTepeHoa. [1peanpuHuMainch
IMONBITKY Ha3HayeHMs nmauneHTaM ¢ Cb aMmmomapona,
O/IHaKo, IO MHEHUIO OpaTheB bpyrana, mpuem amuo-
JlapoHa U [3-0JI0KaTOpPOB He TIPEeaYIIPEXIacT pa3BUTHE
BCC y takux 60/bHBIX (26% yMepiu B TeueHue 3 JIeT,
YTO JJOCTOBEPHO HE OTIMYAETCSI OT CMEPTHOCTU OOJIb-
HBIX, HE TTOJIyJaBLInX JeyeHne, — 31%). B Hacrosiee
BpeMs BEAETCH IMOMCK IPYruMX IMpernapaToB, KOTOPbIE
MOTJIM OBbI OBITH MCIIOJIB30BAaHBI MJIS JICUCHHUS 3TOTO
cuHapoma. Hampumep, omucaH ciydail nmpenoTBpa-
IIeHUs PeryasIpHbIX 3mu30moB 2K mpu opadbHOM
MpUMEHEHUH LMI0cTa3oa (MHruouropa ocdoauac-
Tepassl), YTO OBLIO MOATBEPKICHO IIPU ITPOBEACHUM
TecTa Mepuoanyeckoil OTMEHbI. YMEHBIIAIOT MOIbEM
cermenTa ST (6e3 ykazanust 3pHeKTUBHOCTU TPEAOT-
BpallleHUs] apUTMUI) KaTeXOJIaMUHBI, (-aaIpeHOMU-
METUKU U 0.-aIPEHO0I0KATOPHI.

Hanuuue BeipaxkeHHOTO Ito SIB/ISIETCST COCTaBIISIIO-
meit mexanusma pasputusi Cb. CregoBatenbHo, ca-
MBI JTy4IIU# TTOAX0/ 3aKJIF0YAeTCs B MHITMOMPOBAaHUM
Ito. KapauocenektuBHbie u Ito-cneunduyHbie 6J10-
KaTophl B HACTOSIIIEE BpeMsI HE TOCTYITHBI. 4-aMUHO-
MUPUANH B HU3KWUX KOHICHTPALIUSIX SIBJISIETCS CITeI -
(UYHBIM TS 3THX KaHAJIOB, TIOJABIISICT apUTMOTEHE3
pu norpaHuyHbIX BUnax Cb, HO OH He sIBsIeTCS Kap-
IMOCENIEKTUBHBIM, OJIOKUpYeT Ito TakKe B HEpBHOI
CHUCTEeME U He yJIyylllaeT KIMHUYECKYIO KapTUHY U3-3a
€ro HeOJIATONPUSATHOTO BIUSIHUS Ha HEPBHYIO CHCTE-
my [21].

M3BecTHO, UTO XMHMAMH B HU3KO# 103¢ (300—600 Mr)
MOXET MPeAOTBPATUTh 3JIEKTPOPU3NOIOTNUECKYIO
nanykunio KT 1 sSIBJIsieTcst IOTTOTHUTEIBHOM Teparnu-
eil y naneHTOoB ¢ pa3pskeHHbIM KB/ [15].

IMoucku kapauocenekTuBHoro u Ito-crenucpuy-
HoTo OJi0KaTopa TIpomosrkaioTcs. Eme ommH mperma-
pat, paccMaTpUBaeMbIil IJis 3TUX lieJieid, — Teauca-
MIWI, KOTOPBIA B HACTOSIIIEE BpeMsI MCTIONB3YeTCST TSI
neuenust OIT1. Tequcamua MOKeT oKkasaThes bosiee a(-
(eKTUBHBIM, YeM XWHUAWH. TeaucaMui M XUHUIUH
CIIOCOOHBI MOJABIATh MeXaHu3M pa3Butus Cb myrem
o6nokupoBaHus [to. Ho B To e BpeMsi OHU OJIOKUPYIOT
crnenuguiecKre KaHajbl, YTO CITOCOOCTBYET BO3HUK-
HoBeHuto CYU Q—T. Takum oOpa3om, 3TU areHThI
MOTYT 3aMEHMTh BOZHUKHOBEHHE OTHOI (hOPMBI I10-
aumopdHoi KT apyroil, ocobeHHO Npu OpaauKkap-
MU U TUMOKAINEMUM (CITOCOOCTBYIOT BO3HMKHOBE-
Huto TdP). OgHako 6osbiinHCTBO nanueHToB ¢ Cb —
9TO 3IOPOBBIC MYKUMHBI, IJIST KOTOPBIX PUCK BO3HUK-
HOBeHUSI TpenapaT-uHayuupoBaHHoit TdP Huskwmii.
I[Ipu wuCroONb30BaHWM BBICOKMUX HO3 XWHUIWHA
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(1000—1500 Mr/meHb) TIPOUCXOAUT OJIOKMpOBaHUE
Ito, Ho TdP He pa3BuBaetcs.

Eme oguH nipenapat, KOTOPBIii SIBJISIETCS 6J10KaTo-
poM Ito u I-xananos, — aTto AVE0118 [40]. Ero mipe-
MMYIIIECTBO B TOM, YTO OH He OJ10KMpyeT I-KaHasbl, He
ymauHseT uHtepBanl Q— T 1 He MHAYIUPYET Pa3BUTHE
TdP. HegocTtaTok 3TOro npemnapaTta COCTOUT B TOM, UTO
OH MeTabou3upyeTcsl B MeuyeHUu U He 3(PdeKTuBeH
TP OPaJIbHOM IIpUEME.

Takxe apdexkTBeH GeTa-agpeHepruuyecKuit mpe-
mapar U30IPOTEPEHOJI, KOTOPBIM YBEINUMBAET IMOTOK
Kanpuus [27]. B HEKOTOPBIX Cilydyasix UCIOJIb30BaHUE
M30IIPOTEPEeHOIa B KOMOMHAIIMN ¢ XMHUIUHOM HOp-
MaJIM3yeT 2JieBaluio cerMeHTa S7, 0COOEHHO y AeTeil.
HospiM mpemapatom gBasgercs (ocdoauscrepasa
(MHTMOUTOP KUJIOCTa30j1a), KOTOpass HOPMaJU3yeT
cermMeHT ST myTeM yBeIWUYEHHS KaJbLIMEBOTO ITOTOKA
1 yMeHblleHus Ito.

EnmHCTBeHHBIM HOCTOBEPHO 3P (PEKTUBHBIM METO-
JIOM JIeYeHUs OOJbHBIX C CUMMOTOMHBIM BapUaHTOM
Cb B Hacrosiiiee BpeMs cuutaercas MKBJI, mpenort-
Bpamamomuii anuzoasl BCC. ITo HekoTOphIM JaH-
HBIM, TIpUEM aMHOJAapOHa MPU HATUIUUA UMILIAHTHU-
POBaHHOIO KapauoBepTepa-aehuopruuIsiTopa MOXKET
YMEHBIIUTh YAaCTOTY €ro pa3psiioB (XoTs 3¢hdeKTUB-
HOCTh aMHO/IapOHA B MPEIOTBPAIICHUN apUTMUI, KaK
ObLTO OTMEUEHO BBIIIIE, HE JOKa3aHa).

Bonpoc 06 nmmnantanuu KB/ naiueHram c 6ec-
cuMnTOMHBIM BapuaHToM CBb B Hacrosiiee Bpewms
BCECTOPOHHE 00CYXIaeTcs.

EcTb nmaHHble, 4TO MPEeaAUKTOPOM Mepexona Oec-
cumrntoMHoro Chb B CHMMITOMHBI MOXKET CIIYKUTh
Takke 0oJiee IIMHHBIN nHTepBan H—V (59 £ 8 mc npo-
tuB 48 = 11 mc) [26].

[TomyrMoO Ha3BaHHBIX MOKa3aHUSIMU K MMILJIaHTA-
1 KBJI y 6ecCUMIITOMHBIX MALIMEHTOB B HACTOSIIIIEE
BpeMsI CUUTAIOTCS: MY3KCKOI1 110J1, Bo3pacT 30—40 ner,
ceMeiiHblil aHaMHe3 o BCC, Hanuyue MyTaluu B re-
He SCNS5A, Hajmye CITOHTAHHBIX U3MEHEHMI B OTBE-
nenusax V1— V3 na OKI.

Mg npenynpexaenus @K nmpu Chb ncronb3yrores
KJlaccUYeckre aHTMapuTMUYECKUe Tperapathbl, odec-
neunBarolue s3dext B 60% cinyyaes |5]. [enetnuec-
KM IeTePMUHMPOBAHHOE TOpa)KeHWe HATPUEBbIX Ka-
HAJIOB TEOPEeTHYECKU MpPEAIlolaracT MEHbBIIYIO
3 (HEeKTUBHOCThL TpenapaToB 1-il TpymIbl, a Takxke
BO3MOXHOCTb TIPOSIBJICHUSI TIPOAPUTMOTEHHOTO (-
(exra ipu ux ucrojb3oBaHur. COrjaacHO aJIrOpUTMY
(bopMUpoBaHUS aHTUAPUTMHUIECCKON Teparmu, N3Be-
CTHOMY TMOJ Ha3BaHUEM «CULIMIMAHCKUI TaMOUT»,
AHTUApUTMMYECKMMU TIperapaTamMu, oOecIieYrBaro-
IIMMU aKTUBHYIO OJIOKAIy HaTPUEBBIX KaHAJIOB, SIBJISI-
FOTCSI HOBOKAMHAMMJI, TU30ITUPAMU, XUHUINH, PUT-
MOHOPM, TWIypUTMaji, QJIeKauHUI, SHKAWHWI.
MeHee BbIpakeHHOE OJIOKMpYIOlllee NeCTBUE OTMe-
YeHO Yy JMAOKaWMHAa, MEKCUJICTMHA, TOKaWHMIa, Oe-

MpuanIa, BepanaMmuia, KopaapoHa W o003umaHa.
Mo:kHO TIpennoyioxkuThb, uro npu Cb 6omee 6e3omac-
HO IIPUMEHSITH IpeTnapaThl, He 0JOKUPYIOIINE HATPH -
eBbIe KaHaJIbl, — IWJITAA3eM, OPETUIIUYM, COTaJIeKC,
Hagosion (koprapa). OaHako LejdeHanpaBIeHHbIX UC-
CJIeIOBaHMIT B 3TOI 00JIACTH TTOKA HE TTPOBOAMIOCH.

MenukamMeHTO3HbIe MOAX0bI K JJeueHnto Cb akTuB-
HO pa3pabaThIBAIOTCS, HO pe3yJIbTaThl 3TUX MCCIIEIOBa-
HUIA OCTAIOTCS MPOTUBOPEYMBBIMU. YOEIUTEIbHBIX CO-
[JTACOBAHHBIX JTAHHBIX 3a 3((PEKTUBHOCTh KaKUX-JINOO
JIEKapCTBEHHBIX TTPEeNapaToB B IIUTEIBHOM ITPEeI0TBpa-
meHun npuctynos XKT/DXK B HacTostIiee BpeMst TTpak-
TUYECKU HeT. JIJIs TaleHToB ¢ BhICOKMM prckoM BCC
METOJIOM JICUCHUsI, YBEIUUINBAIOIINM IIPOIOJIKUATEITb-
HOCTb XXW3HMU, siBJisteTcst uMrutanTanuss KB/,
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METOAUKA ITPUMEHEHUA 1 OHEHKA 39®PEKTUBHOCTHU
N CITIOJIb3OBAHUA 3XOKAPANOTI'PA®HN B JTUATHOCTUKE
JUCCUHXPOHHWU 10 U ITOCJIE UMIITAHTAITNHN YCTPOUCTB

PECUHXPOHM3AITNUU CEPIIIA

JI. A. Boxepua*, 0. JI. boxepus, O. H. Kucauyuna, /1. H. Kupmbas

Hay4HbIli LEHTP cepaeyHOo-cocyamcTom xmpyprun um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

B Hacrosimiee BpeMst B MUpe HacUUThIBaeTCs OoJiee
22 MUJUIMOHOB OOJIBHBIX C CEpACYHON HEIOCTaTOY-
HocThio (CH). o pe3ynsratam n3BecTHOTO OpeMIH-
remckoro uccienoBanust (1970 r) ObLTO TOKa3aHO,
910 KO3(h@MUIMEHT BHIKUBAEMOCTU OOJBHBIX C BIIEp-
BbIe TTocTaBIeHHBIM quarHo3oM CH cocraBinsier 62% y
MyXuuH U 42% y xeHiuH. CMEpPTHOCTb OKa3ajiach B
6—7 pa3 GoJiblile TI0O CPaBHEHMIO C aHAJIOTMYHBIM T10-
KazarejieM TpeAblnyliux ucciaenoBaHuii. M3 oOuieit
CMEPTHOCTU [0JII BHE3AIIHOW CEpIEeYHON CMepTHU
(BCC) cocrasasier npubausurenasbHo 40—50% [20].

OcHoBHoi1 nmpuunHoii BCC sgBnsercs uimeMmuyec-
Kast 6onesns cepaua (MBC) — 80—85%, or 5 mo 10%
MPUXOAUTCS Ha AWIATAlIMOHHYIO KapAMOMUOIIaTHIO 1
okosio 5—10% — Ha npyrue 3aboseBaHus cepaia. bo-
nee 65% cayuae BCC cBsizaHBI ¢ OCTPO BO3HUKIIINM
HapyllIeHeM KOpOHapHOTo KpoBoooOpaienusi. Hero-
CPEICTBEHHBIM MEXaHM3MOM OCTAaHOBKM KpOBOOOpa-
MIEHWS SIBJISTIOTCS] HAPYIIEHWS pUTMa Cepalla, Cpeau
KOTOPBIX 10 90% COCTaBJISIIOT KEJIyI0YKOBbIC TaXu-
aputMun. OctaBivecst 10% TpuXoasITCs Ha BJIEKTPO-
MEXaHUYECKYI0 JUCCOIMALINIO U OpaiuapuTMUM.

TVUCCUHXPOHMSA CEPIIIA
B [IATOTEHE3E CH

B ocnoBe cunapoma CH nexuTt cucronmueckast
W/WIA OTuacTtojinmdeckas muchyHKus cepana. OHa
XapaKTepu3yeTcsl IMPOrPeCCUPYIOIINM TECUYCHUEM U
COMPOBOXAAETCS PeMOACIMPOBAHUEM JIEBOTO XEJIy-
mouka (JIZK), KoTtopoe MmposiBisIeTCI HM3MEHEHUEM
reOMETPUM KaMep cepilia B BHUAE WX IWIaTalluu
W/UIHA TUTIEPTPODUN. DT M3MEHEHUS TPUBOAAT K
YBEJIUYEHUIO TEeMOJAMHAMUUYECKON Harpy3kd Ha
CTEHKM MMOKapAa XeJyoJoYKOB U COMPOBOXIAIOTCS
CHUKEHUEM CHUCTOJIMYECKONU M JIUACTOJIUYECKOU
bynkumii JIXK.

[Mpubnm3uTensHo y 1/3 maliMeHTOB ¢ CUCTOIMYEC-
koii nucyukuueit JIZK u nunatamuein kamep cepaia
pa3BUBaeTCs HapyIIeHNEe ITPOBOANMOCTH, Yallle BCETo

MposIBJISIIONIeeCs] aTpUOBEHTPUKYIsipHON (AB) 0Gi0-
kamoit I ctermeHn (00yCIIOBIIEHHOM KaK OCHOBHBIM 3a-
OosieBaHMEM, TaK U Ha3HAYE€HUEM JIEKapCTBEHHBIX
cpeacTs, onoxupyomux AB-TipoBeneHue), Hapyle-
HUEM MEXCKeTyIO0UYKOBO MPOBOAMMOCTU (BCTpeya-
ercs1y 35% nauumentos ¢ CH, B 90% ciyyaeB — B hop-
Me Oyiokanbl JieBoii HOXKM Tydyka I[uca — BJIHIII)
(puc. 1) U BHYTPUKETYIOYKOBOU MPOBOIUMOCTH.
Hmeetcst npsimast CBSI3b MEXKAY TUTEIbHOCTHIO KOM-
wiekca QRS ¥ CMEPTHOCTBIO Cpeld ITO TPYIIbI Ma-
uueHToB ¢ CH [22].

OCHOBHBIMU TPUYMHAMU CUCTOJIUYECKON IUC-
(YHKIMN SIBISIOTCS aOCOTIOTHOE YMEHBIIEHNE Yncia
KapAUOMHUOLIMTOB Ha €AMHUILY 00beMa MUOKapaa (He-
KpPO3 1 aIlonTo3), OTHOCUTEJIbHOE YMEHBIIICHNE Yrca
KapIMOMMOIIMTOB Ha €IWHUIy oObeMa MuoKapjaa
(kapauockiepo3), yMeHbllleHue yuciaa 3(p@eKTuBHO
(GYHKIMOHUPYIOIIMX KapJAMOMMOILMTOB Ha €IUHUILY
o0beMa MIOKapa, Iieperpy3ka MruoKapaa JaBJIcHIEM,
00beMOM U TaxukKapaus [6].

Puc. 1. Dnexrpoxkapanorpammer mpu BJIHIITE
a — 10 CTUMYJISIIIN 6 — TI0CJIEe CTUMYJIALINN

* Anpec s riepenucku: e-mail: leoan@online.ru
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Hapymienust AB-nipoBoguMOCTU NMPUBOIAT K AUC-
KOOpAWHALUN COKPAILLIECHUN TIPEACEPAU U XKeIIya04u-
KOB, a 3aMe/JIeHWe MpoBedeHUs1 mo cucrteme Iu-
ca—IlypkuHbe CONPOBOXKIACTCS HECOTIaCOBAHHBIM
COKpallleHUeM KeTyIO0YKOBbIX CETMEHTOB MUOKap/a.
B pesymbrate mosiBIsSIeTCSl TUCCHUHXPOHMST COKpaIIle-
HMSI KaMep cepilia, YTO COMPOBOXKIAETCS CAOXKHBIMU
KOMITEHCATOPHBIMH TTaTO(PU3NOIOTUISCKUMU M3ME-
HEHMSIMU, BKJIIOYAIOIIMMU U HapylleHue da3oBoit
CTPYKTYpbI cepieyHoro nukia [9, 13]. 3ambikaercs
MAaTOJIOTMYECKUI KPYT.

ITpu BJIHIIT Bo30yxXAeHME OXBaThIBae€T cCHayaja
npaBbiii xeaymouek (IT2K), 3arem mepemHe- u 3amgHe-
centaibHylo cteHKU JIK u, B mocieaHioo ouepenb,
3aaHI010 U 00okoByl0 cTteHKu JI2K. BenencrBue Takoro
pacrpocTpaHeHUsT BOJHbI BO30YXACHUS — 3JIeKTpUYe-
CKOI MMCCUHXPOHUM — TIepBBIM cokpammaercs 12K, a
3arem JIZK, u camoii 3amasabiBalolieil yalle BCero sB-
nsgetcst 0okoBast cteHka JIZK [18]. M3meHeHHasT mmoce-
JIOBATEJIbHOCTD 2JIEKTPUUYECKOM aKTUBALIUM BEAET K Me-
XaHWYIEeCKOM TUCCUHXPOHMHU BCErO CEPIeYHOTO IIMKIIa
(c oTpuLaTeJbHBIM BIMSIHUEM Ha T€MOIMHAMUKY),
MIPOSIBIIIONICICS PETMOHAIBHBIMU  HapYIICHUSIMH
NBIDKEHUS CEpICYHOM CTEHKU C YBEIMUYEHUEM MUOKap-
NAAJIbHOW HArpy3KW U HAIPSDKEHMS, a TAKKe K YCyTyo-
JICHUIO CUCTOJIMYECKOM M JUACTOJIMYECKON ITUCHYHK-
IUY, MUTPAJIbHOM M TPUKYCITUAATBHOM PeryprUTaLiu.

®a3pl OBICTPOTO M MEIJICHHOTO (CHCTOJIA TIpeACeP-
nuit) HanoaHeHus JIZK HacnamBaloTcst Apyr Ha Apyra,
YMeHbIIIasT BKJIAI IIPeACcepaIHOM CUCTOIbI. Pa3ooiieH-
Hasl aKTUBAllUs MaNWUISIPHBIX MBI MUTPaJbHOTO
KJIallaHa BeJeT K MO3IHEl TUacTOIMISCKON WK TIpe-
CHUCTOJIMYECKOI perypruTalnu, KoTopasi He CBsI3aHa C
AHATOMUYECKUM CYOCTPATOM U SIBJISIETCSI OOpaTUMONA.
[Mpoucxomut yuimHeHue (a3 mpeabI3sTHaHusI, U30BO-
JIIOMETPUYECKOTIO CoKpallleHus u pacciaadnaeHus JIZK.
B urtore 3HauurtenbHO cokpainaercs auactoa JIK,
YTO MPENSATCTBYET HOPMaJIbHOMY HamnoyiHeHuo JI2K.

MexaHuueckasi JMCCUHXPOHUS MOXKeT ObITh 00yC-
JIOBJIEHA TaKXe TMOBPEXIEHWEM KOJIJTareHOBOrO MaT-
prKca MHMOKapia, 4TO, B CBOIO OdYepeldb, HapyIlacT
3JIEKTPUYECKOE MPOBENECHUE.

Kak pe3ynbraT TOro, 4To 3JIeKTPUYCCKIIT UMITYIhC
pacnpocTpaHsieTcs crpaBa HajleBO (9KCLEHTpUUecKast
AKTUBAlUS XeTyN0YKOB), He 1o cucteme [uca—Ilyp-
KHHBE, a HEIOCPEACTBEHHO 110 MUOKApPY, OH JOCTH-
raet JIZK mo3aHee U CKOPOCTb €ro pacrpoCTpaHEHUs
MEHbIIIe, YeM B HOpME.

M3BecTHBI TpU TUITA AUCCUHXPOHUU: TIPEACEPIHO-
JKEJTyTOUYKOBasI, MEXCKETYIOUYKOBasT M BHYTPYIXKEIY-
noukoBas B JIZK.

ITpencepano-Kenyn0uKoBas JUCCHHXPOHUS

YBenunueHUe BpeMeHHU MPeacepIHO-KeTyI0UYKOBO-
ro nposeaeHus 10 250 Mc COMpoBOXIaeTCsl Hapylle-
HHeM (ha30BOIM CTPYKTYPHI cepaedyHoro umkia. I1po-

HUCXOIUT YKOPOUYEHNE BPEMEHU TUACTOJUYECKOro Ha-
nonHeHus JI2K, Bo3HuKaeT HajgoxeHue (a3 CUCTOJBI
npeacepavii U Hayajla CUCTOJIbI XeayaoukoB. [Ipu-
3HaKaMu AB-IUCCHHXPOHUM SIBIISIIOTCS YKOPOYCHME
BPEMEHU AUACTOJINYECKOTO HATIOJTHEHUST, COCTaBJISIIO-
mee MeHee 45% unHTepBaia R—R, a TakxKe CIMSHNE
nukoB E (IMacCUBHOE AMACTOJIMYECKOE HAarOJHEHUE
KETYI0YKOB) U A (cucrtonia mpeacepanii), WITOCTpU-
pYyIOLIUX TPaHCMUTpaJIbHBIN MoTok [12, 31, 35].

Me)K)KeJIy,Z[O‘IKOBaﬂ AUCCHHXPOHHA

B kimmHMYECKOi1 TTpaKTHUKE TTOKA3aTeIIMI MEXoKe-
JIyIOYKOBOM TECUHXPOHM3AIINHU SIBJISTIOTCS:

— JUTUTEJIbHOCTh KoMIuiekca QRS Ha MOBEpPXHOCT-
HOI 3JIeKTpoKapauorpamme oonee 120 mc;

— 3aJiepXKKa IBWKEHUS JaTepalbHON cTeHKHU JIK
OTHOCHTEJIBHO IBUKCHMST MEHOKETyIOUKOBOM TIepero-
ponku 6osee 140 Mc, peructpupyemasi Ipu MpoBee-
Hum OxoKI' B M-pexnme;

— pa3HuIla MHTEPBAJOB OT Havyaja Komruiekca QRS
IO Hayajia IIOTOKa B a0OpTe M JIETOYHOI apTepuu, TIpe-
Bhimaromias 40 mc [34].

BHYTPI/DKCJIYZ[O‘IKOBM AUCCHHXPOHHA

B nunatupoBanHoM JIZK MOTyT BOBHUKATh YCTOBUS
IS IUCKOOPIMHUPOBAHHOTO COKPAIIEHUSI CEITab-
HBIX U JIaTepaJIbHBIX CETMEHTOB, YTO IIPUBOIUT K Me-
XaHUYECKOU TUCTICPCUN MEXIY CeTMEHTaMU MHOKap-
na JIZK u yxyaiieHuo HacoCHOM (yHKUMY cepalia.

YacToTa BBISBICHMS BHYTPUIKCIYIOUYKOBOM IHC-
cuHXpoHuu y nauureHToB ¢ CH 1 HopMmasibHOM npoaoJi-
KUTENBHOCTBIO QRS nocturaet 51%, npu BbIpaKeH-
HOM aJeKTpuyeckoit auccuHXxpoHun (QRS>150 mc)
oHa npesbiinaeT 70%. B HEKOTOPBIX paboTax OTMeUe-
Ha BBICOKas 4acTOTa BBISIBJCHUS BHYTPUXKEIYI0YKO-
BO AVCCUHXPOHUY TIPU OJIOKAIe TTPaBO HOXKH ITyd-
ka Tuca (BITHIIT) (mo 80% cayuaeB), HauGoiee
3amna3/IbIBaIONICil TIPU 3TOM SIBJISIETCS TIEPEIHSISI CTeH -
ka JI2K (70% ciyyaeB), Torna kKak ripu bJIHIIT B 6Gojib-
IIei cTeNeHN 3amma3apiBacT OokoBas creHka JIXK (67%
CITy4acB).

MexaHnyecKkast TUCCUHXPOHUS Ceplia MOXET Cy-
IIECTBOBATh O€3 €€ IIEKTPUICCKOI MaHNDecTallny Ha
OKI. B takux ciryyasix ajs IMarHOCTUKU AUCCUHXPO-
Huu y naureHToB ¢ CH ucnonb3yeTcss KoMOMHALIMS
pa3nuuHbIX MeToa0B DX0KT.

DyiekTpuyeckasl JUCCUHXPOHUS (pacuiMpeHue
koMmruiekca QRS u BJIHIIT) y 6onpHbIX ¢ CH sBaster-
Csl TIpEIMKTOPOM TIOBBIIIIEHUST KaK OOIIelt CMepTHOC-
™™, Tak 1 yactoTel BCC. BHyTp1xenynoukoBast Mexa-
HUYecKasT TUCCUHXPOHUS HE3aBHUCHUMO OT IITUPUHEI
komIiekca QRS n @B JIK aBnsgeTcss He3aBUCUMBIM
npeaukTopoM yxynmeHus teueHuss CH w BbIcOKoOi
CMepTHOCTH. Hammuume ke MeXCKeTymouYKOBOM MeXa-
HUYECKON AUCCUHXPOHMM HE BJMSIET Ha TMPOTHO3 Y
6ompHBIX ¢ CH.
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PacnipocTpaHeHHOCTh TUCCUHXPOHHMH CEPILIa CPEeIn
narmeHToB ¢ CH mocrarouno Beicoka. OlLieHKa 3TOTrO
TIOKa3aTelIsl 10 3JICKTPUIECKOMY MapKepy MeXaHudec-
KOt IUCCUHXPOHUM — PacIIMPEeHHOMY KOMITIEKCY QRS
(6oee 120 Mc) — moka3bIBaeT ero Hammume y 15% Beex
6osbHBIX ¢ CH [21-23]. WccnenoBareny moapasaeisior
JNVCCUHXPOHUIO Ha CHUCTOJMYECKYIO, AUACTOJIMUYECKYIO
U couyetaHHyio. B 41% ciiyyaeB 3TO CUCTOJIOAUACTOJIM -
yecKasi TUCCUHXPOHUsI, B 33% — nuacrojimyeckast Iuc-
cuHXpoHUS. He 0oTMeueHO KaKnX-JI100 OrpaHMICHUN 1
0OCOOEHHOCTEM J1s1 MPUMEHEHUSI CEPIeUHOI PECUHXPO-
Husupytoieit repanuu (CPT) B 3aBUCMMOCTH OT TUIIA
JMVICCUHXPOHUM.

CEPAEYHAA PECUHXPOHU3UPYIOIIAA
TEPAIIA

CPT sBnsiercst HOBBIM METOJIOM, KOTOPBIi peBep-
CUpPYEeT peMOIeJUPOBaHUE KETYIOUYKOB, YyJaydyllaeT
dyaxkauro JIK u mpyrme mokasaTeln y MAlMEHTOB C
CH. D10 ocy1iecTBisieTcs IMyTeM UCIOAb30BaHUS 10-
TIOJTHUTEIBHOTO PUTMOBOIUTENSI, OH BBI3EIBAET CTHU-
MYJISILIMIO TIPABOTO U JIEBOTO XEJIyTOUYKOB, CHHXPOHU-
3UPOBAHHYIO C TIPEACEPAHBIM PUTMOM, KOTOpas
TO3BOJISIET KOPPUTHPOBATh BHYTPUCEPACYHOE TIPOBE-
JIEHHUE C LIETBI0 yeTpaHeHUS (VI MUHUMU3AINN) Me-
XaHWYEeCKOM TMCCUHXPOHUU cepalia. B urore Bo3pac-
TaeT IPOM3BOAMTEIBLHOCTh Cepllla M CHUXaeTCs
BeipaxkeHHOCcTh CH. CoBpemeHHbIe ycTpoiictBa CPT
MPEACTaBISIOT CO0O0M BJIEKTPOKAPAMOCTUMYJISTOPHI,
KOTOpBIe UMILTAHTUPYIOTCS B TIEKTOPAIBHOI 001acTH
U COCIUHSIIOTCS C TPEeMsI CTUMYJIMPYIOLIUMU JIEKTPO-
JaMu. /IBa M3 HUX — 3TO OOBIYHBIC CTUMYJIHUPYIOIINE
3JICKTPO/IbI, IIPOBEICHHBIC Yepe3 MOAKIIOUYNIHYIO Be-
Hy B npaBoM nipencepauu (ITIT) u [TXK. TpeTtuit snek-
TpoAd TpeaHazHayeH miast ctumyiasuuu JIZK. B 6omib-
IIUHCTBE CJIy4aeB ITOCPEJICTBOM TPAHCBEHO3HOTO
JOCTYIIa 3JICKTPOI IIPOBOIUTCS 4Yepe3 KOPOHApPHBII
cuHyc (KC) B BeHO3HYIO cCUCTeMY cepAla U pacroJjia-
raeTcs B OMHOI M3 ee BETBE! Ha 3aJHEOO0KOBOI CTEHKE
JI2K, oO6bI4HO 3TO natepanbHas (MapruHajJbHas) BeHa
cepnma. DKC uMeer Tpu pazbeMa, K KOTOPBIM TIOMI-
KJII04aroTcsl 2eKTponbl. CTUMYIMpYIOIee BO3IeHCT-
BHE Ha TIPaBBIA M JIEBBIM KEIYTOYEK MOXKET IIPOBO-
JIUTHCSI OMHOMOMEHTHO JIM00 C HeOOJIbILION 3aAePKKOM
10 BpEMEHU U OIepekeHNEeM OTHOTO U3 XeTyIO0YKOB
[3]. CoBpemeHHBIe arnmapaThl 001a1al0T MHOXECTBOM
MPOrpaMMUPYEMBIX TTapaMETPOB, KOTOPBIE TTO3BOJISIOT
00ecTeunTh ONTUMAIbHBIN pPEXUM OMBEHTPUKYIISIP-
HOM 3JIEKTPOKAPANOCTUMYJISIIIMU B KaKIOM KOHKPET-
HOM KJIMHUYECKOM citydae. OCHOBHBIMU MapaMeTpaMu
CPT gapnsiorcs: nipeacepaHo-xeayaoukonasi (AV) 3a-
IepkKa 1 MexckerynoukoBas (VV) 3aaepikka, KOTOpbIe
ONPEICIIAIOTCS TIPU CIIELIMAIbBHOM TECTUPOBAHUU U
TIOJDKHBI 00eCIIeYBaTh MAKCUMAaJIBHOE YIIyUIlIeHUE Te-
MoAMHaAMUYeCcKUX MokasaTenaeil. OObIYHO 3(pdeKT
BJICKTPUUECKON PECUHXPOHMU3AIUU SIPKO OTPasKACTCS

Ha IMOBEPXHOCTHOM 3JIEKTPOKAPANOTPAMME — YMEHBbIIIE -
HUEM MPOIOJIKUTEIbHOCTU KOMITJIEKCOB QRS, omHaKo
CTeTeHb YKOPOUYEHHUSI XKeJTyJT0YKOBOrO KOMIUIeKca Ha
OKI He sgBisieTcs MPSIMBIM TTPEAMKTOPOM TeMOIMHA-
MUYECKOro 1 KianHuueckoro apgexkroB CPT.

Jna wumrutantanuu JIZK-s5ekTpoga mpeanodyTu-
TeJIbHEee MCIT0b30BaTh 3aJHEO00KOBYIO BEHY, HO TpHU-
MEHEHHEe TepeaIHeOOKOBOM BEHBI TaKKe BO3MOXHO
0e3 OCJOXKXHEHUI, 0COOEHHO TIpU OJIoKaae TepeaHei
BETBU JIeBOW HOXKM myuka [uca. [IpumeHeHue GuBeH-
TPUKYIIPHOU cTuMmynsiimu y nanueHToB ¢ CH moka-
3BIBAET, YTO 3a CUET YCTPAHEHWSI TUCCUHXPOHUU CO-
KpalleHUsT KEIYyOOYKOB VIYYIIAITCI CepaeyHas
(yHKIIMSI, KauecTBO XKM3HU TAallMEHTa W TOJIEPAHT-
HOCTb K (pU3M4ecKoii Harpyske [2].

J. Lattuca 6bLT IepBBIM, KOMY yJIaJI0Ch OCYIIIECT-
BUTh (1990 I.) OMBEHTPUKYISIPHYIO CTUMYJISIIUIO
ceplia cobaky U IoKas3aTh, YTO YBeJIMYEHUE cepaey-
HOTO BEIOpPOCA W JABJIICHUS B a0PTE CBSI3aHO C OIHO-
BPEMEHHBIM yKOpoyeHUeM Komriekca QRS wu
YMEHBIIIEHUEM aBJIE€HUS B MIpaBOM Ipeacepauu [3].
S. Cazeau u cOaBT. OMHUMU U3 MEPBBIX OMUCAIMN KIM-
HUYECKUI cllydail ¢ TIPUMEHEHUEM TaKOW METOIWKU
(1994 r). HccrnenoBaTenu IpOBEIU YeThIpeXKamep-
HYIO TTOCTOSTHHYIO CTUMYJISIIIMIO Cep/Ilia y TalieHTa ¢
tepmuHanbHoit CH, IV ®K mo NYHA, BJIHIIT ¢
nnutenbHocThio QRS 6onee 200 mc u AB-06ioxkanoit
I crenenu. bonbHOMY ObLT UMILIaHTUpoBaH DDD
KapaUOCTUMYJISTOP (C SHIOKApIUATBHBIMU 3JICKTPO-
JTaMH B TIpaBBIX KaMepax cepiiia, KOpOHAPHOM CHHYCe
U TOPAKOCKOIMUYECKU UMILIAHTUPOBAHHBIM 3JIEKTPO-
IIOM JUIST STUKApANATIbHOM JIEBOXETYIOUKOBOU CTH-
myassuun) [29]. B pesynsrate mposenenus CPT, Ha
TOCTIUTAJILHOM 3Tare, oTMevasioch yBeaudeHue OB
JIK Ha 20—25%, n cocTosiHME MalMeHTa CTajlo COOT-
BerctBoBaTh I @K mo NYHA.

J. C. Daubert u coaBt. B 1998 1. mpemn1oXuin mpo-
BOJIMTH 2JIEKTPO sl cTumyasiuuun JIZK yepe3 Kopo-
HapHBIC BEHBHI.

MeTaaHaau3bl paHee MPOBEACHHBIX UCCIIETOBAHUI
mokasanu, 4to CPT ymeHbIITaeT cMepTHOCTh OT IIPO-
rpeccupytomeit CH Ha 51%, HO He BusIeT Ha 4acTOTy
BCC. Ha ocHOBaHWM OOJIBIIOTO WCCICIOBAHMUS
COMPANION («the Comparison of Medical Therapy,
Pacing, And Defibrillation in Chronic Heart Failure»)
ObUIM TTOJYYEHBI JaHHbIE, KOTOPhIC MOKa3alu, YTO Y
MaIMEeHTOB, TOJYyJalONIUX MEIUKAMEHTO3HYIO Tepa-
nuio, ucnonb3oBanue CPT ymMmeHbIIaeT CMEpPTHOCTH
Ha 24%, a Bot ucnonb3oBaHue CPT ¢ nebubpumisaro-
pom (CPT-II) — Ha 36%. «Cardiac Resynchronization
in Heart Failure Study» (CARE-HF) Takxe mpone-
MOHCTPHUPOBAJIO, 4TO Mcnonb3oBaHue CPT ymeHsbIa-
eT cMepTHOCTh — Ha 10%. B aTOM mccienoBaHy ObI-
JIO TIOKa3aHO, YTO MMIUIaHTauus ycrpoiictB CPT
YMEHbIIIaeT MEXCKETYI0UKOBYIO 3a1€PXKKY, KOHEUHBII
cucronmunueckuii oobem (KCO), crerneHb MUTpaIbHOM
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peryprutanvu, yBeanausaetT OB JIK u yryumiaer ka-
YECTBO XXM3HU MalUeHTOB [7].

AHanu3 pesyabratoB ucciaenoBaHuss MUSTIC
(«Multisite Stimulation In Cardiomyopathies Study
Investigator») MpoaeMOHCTPUPOBAJ, YTO MpPOBEACHUE
CPT npuBomuT K yAy4IICHUIO TTOKAa3aTeleil TecTa ¢
6-MUHYTHOI x0nbp00it Ha 23%, mapaMeTpoB KavyecTBa
KU3HU — Ha 32%, yBeJMUMBAET HACHILIEHUE KPOBU
KHCIOpOaOM Ha 8% M CONMPOBOXKIACTCSI CHUKEHHEM
JIeTaJIbHOCTU Ha 7,5% B TeueHue 7,5 MeC HaOIIOACHHUS.

Ananu3 naHHbIX ucciaenoBaHuii Contak CD,
MUSTIC, MIRACLE, InSync ICD noka3zan cHuxe-
HHE O0IIeit JeTATbHOCTU U YaCTOThI TOCITUTAIN3AIINN
y NauMeHToB, KOTopbiM mposoauiack CPT [28].

Ha cerogusiimamnit nenp CARE-HF saBasgercs
€IMHCTBEHHBIM HCCJICIOBAHNUEM, TTOATBEPAUBIINM,
yto m3onupoBaHHast CPT y mammeHTOB ¢ BBICOKMM
®K CH u npusHakaMu IUCCUHXPOHUM B paboTe Ke-
JIyIOYKOB TOCTOBEPHO YBEJIMUMBACT ITPOMOIKUTCIIb-
HOCTb >XM3HU B TE€YEHME IJMTEIbHOrO Mepuojaa Ha-
OJIIOJIEHUS W yJTydIlIaeT OTHAJIEHHBIN TIPOTHO3 Y 9TOMU
KaTeropuu OOJbHBIX.

BoszneiictBue CPT Ha cepneyHylo NeSTeIbHOCTb
M3y4eHO B OCHOBHOM B ITOKOe, 0 TOM Xe, kak CPT-
WHIYIIMPOBAHHBIE TTOKA3aTeIM MOTYT M3MEHSIThCS B
pa3IMYHBIX YCIOBUSIX, U3BECTHO Mayio. B mccienoBa-
Huu T. Vollmann 1 coaBT. U3y4eHbl pa3Iuuus mokasa-
tend dP/dt,,, TIpy J1€BOXENyIOYKOBOM ¥ OMBEHTPH-
KyasipHoit ctumyasuuu nipy YCC nmo 140 ya/muH.
CornacHO TOJNyYeHHBIM pe3yiIbraTaM, OWBEHTPUKY-
JIIpHasi CTUMYJISILUS oKa3ajach 6osiee 3¢ GeKTUBHOIM,
yem crumyssituys tToibko TTXK [20].

Mapxkepom apdektuBHOCTU CPT MOXeT ABASATHCS
COKpallleHUe IJUTeIbHOCTH Komruiekca QRS, HO 60-
Jiee TOYHBIMU SIBJISIIOTCS TToKazaTean DxoKI: ckopocThb
AOpTAJIbHOTO KPOBOTOKA, (ppakiivsi BBIOpOCa JIEBOTO
JKeJTyIovyKa, CTeTlIeHb MUTPaJIbHON HEIOCTaTOYHOCTH,
HaJIM4YMe TMapagoKcaabHOTO ABVXKEHUST MEXKETyn0d-
KOBOI Meperopojiki ¥ HEKOTOPbIE IPYTHE.

Ot160p namueHToB Ha CPT sBisieTcsl OTBETCTBEH-
HOW U CJIOXXHOW 3amgayeil. HecMoTpss Ha u3MeHeHue
aJIeKTpoKapauorpapuueckux U axokapauorpapuyec-
KHX TIapaMeTPOB, OICHUBAIOIINX IUCCUHXPOHUIO JIe-
BOTO M MPaBOIo XKeJIyI04YKOB Cep/lia, YacThb MalueH-
TOB HE OTBEYAIOT Ha UMITIaHTanuio yctpoiicts CPT.

PesynbraThl HepaBHero ucciaegoBaHus DESIRE
MOKAa3aJiu, YTO B IrpyMIax O0JbHBIX KaK C y3KUM QRS
(=120 Mc), Tak u ¢ mupokuM QRS ObLIO OIMHAKOBOE
yurcio otBeTUBIIMX HAa CPT. OCHOBHBIM MPEIUKTOPOM
s¢ppexktuBHoct CPT B 3TOM wmccienoBaHUM Oblia
MexaHuveckast JuccuHxpoHus. [IpoBeneHHOE B paM-
Kax MHoroueHTpoBoro uccienoBanuss PROSPECT
CpaBHEHME TPOTHOCTMYECKOM IIEHHOCTU Pa3JIUYHBIX
OxoKTI'-mmapamMeTpoB IMCCUHXPOHUY HE BBISIBIIO Ka-
KOro-yiunbo napameTpa, o0J1alarolIero BHICOKOH Mpo-
THOCTUYECKON TOYHOCTBIO. DTO CTaJIO ITOBOIOM IS

HWCKJIIOUEHUS U3 OCHOBHBIX MokazaHuii K CPT B peko-
meHmanusgx ESC or 2007 . 1 ACC/AHA ot 2008 t.
00513aTeTbHOTO HAJTMYMST MEXaHUYEeCKOM TUCCUHXPO-
HUM. MHOTHE YIeHBIC CXOMSITCS BO MHCHHMH, YTO pe-
gyabTaThl uccaenoBaHuss PROSPECT o0ObsicHsIOTCS
HCITOJIb30BaHUEM YJIBTPa3BYKOBOM aImmapaTyphl pas-
JIMYHOTO KJIacca M yYacTUEM CIIeLIMaICTOB C Pa3HbIM
YPOBHEM ITOATOTOBKHU.

B Hacrosiiiee BpemMsi OOIIEIIPUHSTHIM CUMTAETCS,
yto Hanmuuue pedpakrepHoit CH, ®B JIXK<35%,
BJIHIIT n nponomkureasHoct QRS> 150 Mc cBuae-
TEJIbCTBYET, UTO IOTCHIINMAIBHO 3TOT OOJILHOM OTBETUT
Ha CPT, mosToMy He TpebyeTcsl 00s13aTe/IbHOE OMpeie-
JICHVE KPUTEPHUEB MEXaHNUECKOM TNCCUHXpOHUM. Of1-
Hako npoBegeHne DxoKI maxke B 3TUX cirydyasx He-
00XOIMMO JJII OLEHKU CTEIeHW BBIPAKEHHOCTH
CHUCTOJTMYECKON TNCHOYHKIINN, MUTPAJIBHON M TPUKY-
CNUAATIbHON perypruTauuu, HapylleHUH JOKaJbHOM
cokpatumoctu JI2K. Bo Bcex ocTanbHBIX Cirydasx (y3-
kuii komruieke QRS, BITHIII, BeIipaxkeHHast auc-
dynkuusa 12K 1 xpynHoo4aroBbiii TOCTUHOAPKTHBIN
KapaIuOCKJIePO3) BBISIBJICHUE JOCTOBEPHBIX KPUTEPUEB
JUCCUHXPOHMU MO JaHHBIM DX0KI 00s13aTesibHO.

YMeHbIeHue miTeabHocTu QRS mocie pecuHXpo-
HU3aLUU HE KOPPEJIUPYET C YIyYIIEHUEM KIMHUYECKO-
IO ¥ TEMOJAMHAMMYECKOTO COCTOSTHHS TTAlIMEHTOB.

B uccnenoanuun MIRACLE ICD II 6b11 moka3aH
noynioxutenbHbI a3 dext CPT Ha peMmonenupoBaHue
JI2K u ero dyHkimio y 6oinbHBIX co [T @K CH [11].

B uccnenosanuum REVERS, B kotopoe Obuin
BritoyeHbl 610 6ombHbIX ¢ [-11 @K XCH, ®B JIXK
<40%, QRS>120 mc, o pesyasratam 24 Mec HaOJIO-
neHus ObUI caenaH BbIBoa o ToM, yTo CPT moxer 3a-
MenuTh TporpeccupoBaHue CH y GolbHBIX ¢ yMme-
peHHoOIT cuMnToOMaTuKoi [15].

OkoHuaTte bHbIN 0TBeT 0 mpuMeHumoctu CPT y
0OJBHBIX ¢ Hepe3Ko BhIpaxkeHHoU CH ele He moiy-
YeH, HO TPH YCJTOBUH MCXOIHO BBIPAXKEHHOTO CHIKE-
Husg OB JI2K Ha ¢hoHe onTUMaIbHON MeInKaMeHTO3-
HOW Tepanmuu W TIpU HaJIWYUM XKEJIYIOYKOBOM
MUCCUHXPOHUM WCIIOIb30BaHUE METOIA MOXET OBITh
onpaBaaHHbIM. [TpuMeHsIOT padHooOpa3Hbie DxoKI -
METOOWKH, BKITFOUast M-peXXuM, IByXMEPHBIN PEXKIM,
UMITYJIbCHO-BOJIHOBOM JIOMIUIEPOBCKUMN PEXUM, TKa-
HEeBOE MMOKapAuaJIbHOE IOIIIEPOBCKOE KapTHUPOBa-
Hue, TpexMmepHyto DxoKI u HoBeiilme TeXHOJIOTUU
nByxMepHoil nedopmauuu (2D Strain, 2D Speckle
tracking) U TpexMepHOI TKaHEBON CHUHXPOHU3ALIMU.
TkaHeBass MUOKapIUalbHasI JOMIIICP-Kapauorpadust
(TM) sBnsgercst ogHON M3 Hambosiee MHGOPMATHUB-
HBIX COBPEMEHHBIX METOIUK W O0BETUHSICT UMITYJIbC-
HO-BOJTHOBO# PEXXMM, IIBETOBOE JOIILICPOBCKOE Kap-
TUPOBAHWE C aHaJM30M CKOPOCTHBIX MoKa3aTejaei
nBrkeHus1 creHok (TVI), pexxuM TKaHEBOTO ciexe-
Hug (tissue tracking), cMenieHust Muokapaa (displace-
ment), TKaHEBOW CUHXpoHM3auuu (tissue synchro-
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nization), gepopmanuu (strain) u ckopoctu aedopma-
MY MUOKapaa (strain rate imaging). Bece atu TexHom0-
TMW MOTYT WCITOJIb30BaThCSI IS OLIEHKW MEXKey-
JIOYKOBOI M BHYTPYKEIIYTOIKOBOM TUCCUHXPOHUH.

ITepBble coOOIIEHUST O BO3MOXHOCTHU TOJYyYEHUS
YIIBTPa3BYKOBBIX TPEXMEPHBIX M300paxkKeHUI cepaia
MOSIBWJINCH B Havasie 80-X roJoB MPOIIJIOTro CTOJe-
THS. DTO OBUIM CTATUIHBIC TPEXMEPHBIE 3XOIPaMMBbI,
OCHOBaHHbIC Ha CEPUU IBYXMEPHBIX 3XOKapauorpa-
(prueckux cpe3oB B hukcupoBaHHbBIE a3kl cepaey-
HOro LMKJa (B CUCTONY WX IUACTONY), KOTOphIE 3a-
TeM C TIOMONIbIO TIpOrpaMM pPEKOHCTPYKIMU U
KOMIIbIOTePHOI TpaduKu IpeoOpa30oBBIBAIUCH B
TPEXMEpHYIO KapTUHY Ha 3KpaHe KoMmmbloTepa. Jlist
TOJIy9eHUST YIABTPA3BYKOBBIX CPE30B MCITOIb30BaJICS
pexnMm «freehand scanning» — KOHTPOJIUPYEMOTO U3-
MEHEHMS MTOJIOKEHUS TaTINKa ¢ TIOMOIIBI0 pYKH JIU-
00 MeXxaHWYeCKUX MPUCITIOCOOJEHUI B Mpeaeaax of-
HOTO M TOTO K€ WUIM pPa3HBIX aKyCTUYCCKMX OKOH.
Yaie Bcero mcciaenoBaHUE BBIMOJHSIIOCH B IPO-
IoabHOM ceueHNU. Cepbe3HBIM OrpaHNYCHUEM daH-
HOTo MeTofa ObLIO KpaifHe HU3KOe KauyeCTBO M300pa-
JKEHUsI, CBSI3aHHOE B TIEPBYIO OYepellb C IIMPOKUM
11aroM CKaHUPOBaHUSI.

B Hacrosiiee BpeMst CyIiecTByeT TpU BapruaHTa 1o-
JIy4eHUsI TpeXMEPHBIX M300pakeHUuil cepjlia Mpu pa-
0oTe Ha YJIBTPa3BYKOBBIX CHCTEMaX: <«KHUBas» TPeX-
MmepHas 3xokapauorpadusa (Live 3D) B obGbeme
YCEYeHHOTr0 KOHYca, ¢ yriioM cekTopa 30°, TpexMepHast
sxokapauorpadus B morHoM ooweme (Full-volume), ¢
OoJiee IIMPOKUM YIJIOM JouupoBaHus (nmupamuaa 80°)
u TpexmepHoe 1BeToBoe kapTuposanue (3D Color).

Busyanuzaius TpeXMEpHOro ABMIKYILIETocsl IMpo-
CTpPaHCTBA Ceplilla B PEXUME DPEaIbHOTO BpEeMeHU
(Live 3D) x0T u TMMUTUpPOBaHA pa3MepOM CEKTopa
30°, HO OCYIIECTBJIIETCS B TeUEHHE OTHOTO CepAEYHO-
To IIMKJIA U TIpeajiaraeT HOBOe MIOHMMAaHUe CepaeuHOn
MOphOJIOruY axe y MaleHTOB C BhIPaXXeHHBIMU Ha-
PYIICHUSIMU PUTMA.

AHaNN3 TpexXMepHOTO M300paxeHus TpeOyeT 3a-
MUCU HECKOJBKHUX ITOCIICIOBATEIBHBIX CEPICTHBIX
LIMKJIOB (4 1MKIIa), 3aMUCh TPOBOAUTCS C 3aAEPXKKOMN
IBIXaHWS W JaeT OONBIITYI0 MHOOPMAIIMI0 O CTPYK-
TypHO-DYHKIIMOHAJBHOM COCTOsIHUMU cepaua. [lo-
TOM U300paxeHuss o0padaThiBalOTCA (Hape3arTcs B
pPa3HBIX IUIOCKOCTSIX M CEUYCHUSX) IJIs1 TOJydeHUs
MakKcuMaJibHOUW WH(OpManuu o0 WHTEpeCyloleM
obbekrTe [14].

AJITOPUTM 3XOKT-OIIEHKH
JUCCHUHXPOHHNU MHUOKAPJIA

Oxokapauorpadust >3pEPeKTUBHA B OIEHKE MOP-
dodyHkumoHanbHoro cocrostHus JIZK, ucnonbayercs
Kak 1t oToopa 6onbHBIX Ha CPT, Tak M 11 OlleHKU
appexkTuBHocT CPT nmyTeM onpeneneHus IMHAMUKA
paznuuHbix nokazateneit OxoKI: ®B JI2K, cuctomnu-

YECKUX U JUACTOIMYECKUX pa3MepoB U 00beMoB JIZK,
MUTPAJIbHOU PETYPruTalnv, NABJICHUS B JIETOYHOU
aprepun, dP/dt, mokasaTeieif, XapaKTepU3YIOIINX
BHYTPHM- ¥ MEXKKEITyTOUKOBYIO 3aICPXKKY U JIp.

Anroput™ OxoKI'-olleHKM NUCCUHXPOHUU MUO-
Kapa BKIIIOYAeT CJICIYIOIINe STAIIbI.

I. IIpenBaputensHas DxoKI-oneHka cuctonmnyec-
KOI (BKJIIOYasl TJIO0AIBHYIO M CETMEHTApHYIO COKpa-
TUMOCTb) U AuacToandeckon pynkumii JIK, namepe-
HUE TIoKa3aTesiell JaBJIeHUsT HATIOJIHEHUsS TIPABbIX U
JIEBbIX OT/IEJIOB ceplia. TiareabHast KoTn4ecTBeHHast
OlleHKAa BBIPaKEHHOCTH MUTPAJIbHOUN pEryprutamuu,
CepIeYHOTOo BIOpOCA U CepAeUHOTO MHIEKCA.

II. AB-nuccuHxpoHusi. AB-IUCCUHXPOHUST HEMNO-
CPEICTBEHHO CBsI3aHa ¢ HapyleHuem AB-mpoBomu-
MOCTH, YIJIMHEHUEM MHTepBajia P—R Ha 3jieKTpoKap-
nuorpamMme. CrcToamyeckast U AuacToamaeckast passl
«CMEILEHbI» B CEPIEYHOM LIUKJIE, BPeMsI 1UacTOInYe-
ckoro HamojHeHUs JIK ykopaumBaeTcs. DxoKI'-
olieHKa AB-aucCUHXpOHUM (ACMHXPOHUM) BKJIIOYAET
oIpeie/IeHNe TUTSIBHOCTA TUACTOJIBI IO OTHOIIE-
HUIO K MPOAOKUTEIBHOCTA CEPACYHOTO IIMKIa

(M) ‘YMmeHblileHre BpeMeHu HarnoaHeHus JIZK
R—R

MeHee 40—45% OT IJIUTENBHOCTU CEPAEYHOro LMKIA
IuarHoctupyetcsa Kak AB-nuccunxponust (puc. 2).

III. MexokenynoukoBast AucCUHXpoHusi. M3mepsi-
eTCs B UMITYJIbCHO-BOJIHOBOM PeXUMe IpU MPOBeEIe-
HUM cTaHaapTHOM nonriep-OxoKI. Mexkeny1ouko-
Basl 3aJepXKKa OIPeAesIsIeTCS IO pa3HOCTU BPEMEHHBIX
WHTEPBAJIOB MEXIY BbIOPOCOM KpPOBU B JIETOUYHBIN
cTBOJI U B aopty (BpeMs ot Q Ha DKI no Havana moTo-
koB). Ee 3HaueHue, npesbiatoniee 40 mc, sBasieTcs
KPUTUYECKUM IS TMATHOCTUPOBAHMST MEXCKETYIO0U-
KOBOW AUCCUHXPOHMU. Y 3MOPOBbIX MAlIUEHTOB HOP-
manbHas JIZK—ITXK-3amepxkka ObiBaeT B mpeaesax
10—20 mc.

OLIEHKY MEeXKeJTyTOYKOBOM TUCCUHXPOHUU TaKXKe
MOXHO MPOBOAUTS ¢ Tomotisio TMJI. U3mepsieTcs 3a-
JIepXKa MeXAy MUKOBOW CUCTOJMYECKON CKOPOCTHIO
NIBVKEHUST ¢cBOOOIHOM cTeHKM [12K, mMeskskemaymouko-
Boii meperopoaku u 6okooii cteHku JIZK. M. Penicka
M COABT. MPEITOJIOXUIN HATMINE CBSI3M MEXIY MEX-
JKeJTyTOYKOBO JUCCUHXpoHUei u oTBeroM Ha CPT
[26]. OnHako Apyrue aBTOPbI HE BBIAC/ISIOT U30JIUPO-
BaHHYIO MEXKeJTyTOUKOBYIO TMCCUHXPOHUIO B KQUeCT-
Be npeaukTopa apdexTuHoit CPT [17].

IV. BuyTpukenynoukoBast AucCUHXpoHus. 1. M-pe-
acum. B KagecTBe MapKepa BHYTPIIKEITYIOUKOBOI THC-
CUHXPOHUU TIPEIJIOXEHO MCIIOIb30BaTh BEJIMUMHY 3a-
JIEPKKU MEXIYy MUKOM CHUCTOJMYECKOTO JABMXKEHUS
MeperopogouyHoii u 3agHeit cteHok JIZK, kortopas mo-
KT OBITh MOJIyYeHa Mpy M -MoJaIbHOM HCCIeTOBAHU N
B MApacTePHAIBLHOM MO3WLMU MO KOPOTKOM OCH, Ha
YPOBHE MaNWISIPHBIX MBIIIL. 3HAYEHUE 9TOI BEIUYU-
HBl JUISI TUArHOCTHUPOBAHUS BHYTPIIKEITYIOYKOBOM
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Mepnog,
N3rHaHms
JIK

Mepwvog
npenpl3arHaHms

Mepwuop
N3rHaHus
JIK

> 140 mc

Puc. 2. CxeMa ¢a30B0ii CTPYKTYphI CEpICYHOT0 LIMKJIIA: JUTMTEJTEHOCTD Ieproa Ipeabli3rHanus 140 Mc u 6oee — oquH U3
KpUTEepHEB 0TOOpA MAILIMEHTOB Ha CEPACUHYIO PeCUHXPOHM3UPYIONIYIO TepaInio:

IVC — Bpemst u3oBoJiloMeTpruYeckoro cokpauieHus; IVR — BpeMst U30BOJTIOMETPUYECKOTO paccaadieHust

JTHUCCUHXpOHUM cocTabisgeT 6onee 130 mc. OmHako 11o-
JIYIUTh JTAHHBIM TTapaMeTp He BCeraa BO3MOXKHO, OCO-
OEHHO IMPUY HAJIMYMU HAPYLISHUM JIOKAJIbHOM COKpaTH-
MOCTH B WCCJIEAyeMBIX cerMeHTaX. [lo maHHBIM
nccnenoBanuss CONTAK-CD, 9yBCTBUTENBHOCTh U
creupUIHOCTL STOr0 METOAA CocTaBuIn 24 1 66% co-
OTBETCTBEHHO JIJIST OOJIBHBIX KaK C MIIEMIUIECKOM, TaK 1
¢ IUJaTallMOHHOM KapnuoMuonarueit (puc. 3) [23].

2. Meyxmepnas IxoKI. B anukajibHON TO3WIINH,
HCTONB3YsT M-pexkuM, onpenessioT 3aAepKKy CUCTO-
JIMYECKOIo MuKa coKpalleHusi 60KoBoi creHku JIZK
10 CPaBHEHUIO C IIUTEIbHOCTBIO MHTepBana O—F (oT
3yOua Q Ha 3JeKTpoKapaAuorpaMMe 10 Havyaia OTKpPbI-

ety - i et |. o

SPWMD = 30 ms ; SPWMD = 400 ms

a

Puc. 3. Oxokapauorpammel, M-pexuM. CenTajbHO-J1a-
TepaibHasl 3aiepXkKa y 3J10pOBOro MaiueHTa (a) u'y na-
LIMeHTa ¢ cepaedHoi HemoctaTouHocThio 1 BJIHIIT (6)

TUSI MUTPAJIBLHOTO KJIalaHa Mo JaHHBIM HMMITYJIbCHO-
BOJIHOBO# pomnrieporpadun). Cucroaoamactoandec-
Kasi 3a7epKKa IBMUXKeHUsI 00KoBol cteHKu JI2K mo3Bo-
JISIET Take MPOrHo3upoBaTh paHHUU oTBeT Ha CPT
[30]. Cmemenue Bo BpemeHU BeiOpoca JIZK mo oTHO-
meHuto K 12K 6osee 40 Mc siBisieTCsl ToKa3arteseM Ia-
ToJOTUYeCKOM acMHXpoHUH. [1o mTaHHBIM paHIOMU3N-
poBanHoro wucciaegoBanusi MIRACLE, nmocne CPT
3TOT MHAEKC cHU3MICS Ha 19% [10].

BHyTprKenyamoukoBass aCUHXPOHUS OIpeneIsieTcs
npu ctaHaaptHoM DxoKTI-uccnenosanuu JIZK B M-pe-
XKMME KaK CMEIIeHHE BO BPEMEHU CHUCTOJIUYECKOIO
YTOJIIEHUST CBOOOTHOM CTEHKH ITO OTHOIICHUTO K MEXK-
KeJTynoukoBoii neperopoake [20]. M. Pitzalis u coaBT.
CUMTAIOT, YTO ero cMeleHue 6ojee 130 Mc cTy>KUT Map-
KepPOM MEXCKETyIOYKOBOI acMHXpOHUU. B HacTosiee
BpeMs1 0oJjiee pacrpOCTpaHEHHBIM METOIOM OLICHKH
BHYTPIDKEIYIOYKOBOI AaCMHXPOHUM SIBIISICTCSI TKaHe-
Bas MMOKapAuajbHas IONIUIep-Kapauorpadus, mpu
KOTOPOIl pPErnucTpupyeTcss OTHOBPEMEHHO IOILICPO-
rpamMMa c ABYX TOYeK Ha cBoOomHol creHke JI2K u ne-
peropojke.

DTO 3HaUYE€HUE CTAaHAAPTHOTO OTKJIOHEHMS aBTOPHI
paccMaTpUBAOT KaK BO3MOXKHBIN TTPeAUKTOp 3PdeK-
tuBHocTH CPT. /115t oLIeHKM T7100a1bHO# COKPAaTUMO-
ctr JIDK MoxXeT OBITh M3MEpeHa CKOPOCTh YBEJTMUCHUSI
naBjaeHus B nmosoctu JIZK B Havasie nepuoaa u3rHaHus
dP/dt [35]. 3nHauenune dP/dt MokeT OBITh BEIYMCIICHO B
peXXrMe TOMIICPOBCKOTO MCCICAOBAaHMS IPU HaJIM-
YUU MUTpaJibHOM peryprutauuu. OnpeneneHue dP/dt
BO3MOXKHO TIpM IOIyIIeHNH, 4yTo mapieHue B JIIT He
MeHsieTcst [16].
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Puc. 4. Bpemst noctuxeHust nukoBoit ckopoctu (Ts), u3-
MepeHHoe ¢ moMmolbio off-line uBeToBoit TM/I mo (a) n
nocie (6) CPT. IMocne CPT BpeMs gocTuskeHust Ts Mex-
Iy IBYX CTEHOK YMEHbIIWIOCh

Hamepernne @B JIXK HeobxommMo IIPOBOIUTHL B
JIBYXMEPHOM WJIM TPpeXMEePHOM pexume. Mcronb3oBa-
HUe ogHOMepHoro pexuma (M-pexxnM) MOXET HaThb
CEPbE3HYIO MOTPEITHOCTbD.

3. TMJI. ctionb3oBanue TM]I mo3BosisieT u3mMe-
PUTb CKOPOCTb MPOJOJIBHOTO IBUXKEHUS CTEHOK CEPII-
1a (TVI) u conocTaBUTh UX BPEMEHHbIE XapaKTepUC-
TuKU. OLICHUBAIOT TaKXKe INMMKOBYIO CHUCTOJIMYECKYIO
CKOPOCTb IBUXKEHMUS, BpEMS A0 Hayajaa CUCTOJIUYEC-
KO KpPUBOM M BpeMs OO IMMKA CUCTOJIUYECKOM KpU-
Boli. MOXHO HCMOJb30BaTh MMIYJIbCHO-BOJTHOBOU
pexkxum TM]I (puc. 4), KOTOPBIi, OMHAKO, HE TT03BOJISI -
€T MPOBOJAUTb OJHOBPEMEHHOE CPaBHEHME ABUKEHUS
pasnuuHbIX cerMeHTOB JIZK. B Hacrosiee Bpems mipu-
MEHSIOT TEXHOJIOTUIO LIBETOBOTO JIOMNIUIEPOBCKOTO pe-
xuma TM]L, TpeOyloliero rnocienytomein 00padboTku,
HO TTO3BOJISIONIETO MOJIydyaTh 0oJiee TOJHYI0 UHPOP-
MalMI0 O BHYTPUXETYIOUYKOBOW TUCCUHXPOHUU. 3a-
JepXKKa CUCTOIIMYECKOTO ABMIKEHUS MEXIY CENTallb-
HOoli M OokoBoil cteHkamu JIZK, m3MmepeHHas B
0a3aJIbHBIX CeTMEHTAX M3 allMKaIbHOM MO3UIINH, TIPE-
BBIIIAIONIAs 65 Mc, SBJISIETCSI XOPOIITUM MPEANKTOPOM
pannero orseta Ha CPT [36]. B pa6orax C. M. Yu n
COAaBT. OblJIa UCTOJIb30BaHa 12-cerMeHTapHasi MoJeb,
B KOTOpPOM WHIEKC BHYTPIDKETYIOYKOBOM ITMCCHH-
XPOHUHU BbIBEJICH KaK CTaHIapTHOE OTKJIIOHEHME BCEX
12 BpeMeHHbIX MHTepBaioB. BenuuuHa, nmpeBblillialo-
mas 31 mc, obnanana 96% 4yBCTBUTEIBHOCTBIO U 78 %
CIeM(PUIHOCTHIO B TMPOTHO3UPOBAHUM OOPATHOTO
peMmonenupoBanus JIZK. TkaHeBasi MuoKapauaibHast
Jonruiep-Kapauorpadusi Mo3BOJSIET KOJIWYECTBEHHO
OLIEHUTb AMIUIMTYLY U CKOPOCTb IBMXXEHUS PA3InNy-
HBIX CETMEHTOB MMOKapJa U CEepACUYHBIX CTPYKTYD.

Ommure TKaHeBOM MHUOKapAUAIbHOU JOMILIep-Kap-
nuorpaduy OT OOBIYHOM COCTOUT B TOM, YTO CHUTHAJ,
OTPaKeHHBI OT TKAHEBBIX CTPYKTYP Cepilia, OTINYa-
€TCs1 BBICOKOW aMTUIMTY0M M HU3KOM 4acTOTOM (CUr-
HaJI, OTPaXEHHBI OT SPUTPOLIMTOB, MMEET HU3KYIO
aAMIUTUTYIY 1 BBICOKYIO YacTOTy). TKaHeBYIO MHOKap-
IHUAJIbHYI0 JOMIUIep-Kapauorpachuio MOXHO IPOBO-
INTh KaK B MUMITYJIbCHOM pEXUME, TaK M B PEXUMeE
LIBETHOT'O JOMILJIEPOBCKOTO KapTUpoBaHus. Muokap-
IWATbHBIC CKOPOCTH, PETUCTPUPYEMBIC TIPA TTOMOIIN
9TUX ABYX METOAUK, HE MIEHTUYHBI, UMITYJIbCHBIN pe-
KM TT03BOJISIET U3MEPUTH ITMKOBYIO CKOPOCTh, PEXKIM
IIBETHOTO TOIILICPOBCKOIO KapTUPOBAaHUS — Cpel-
HIOIO CKOPOCTb ABUXKEHUSI Y4aCTKOB MUoKap/a [4].

OcobenHoctu umnyibcHoit TDI maior Bo3mox-
HOCTh M3MEpSATh B OCHOBHOM CKOPOCTb IBVKCHUS
MIPONOJBHBIX MUOKAPAUATLHBIX BOJIOKOH, PAacIIOJIO-
JKEHHBIX B CYOHIO- U CYO3MMKapAMaJbHBIX CJIOSIX
MHMOKapaa ¥ B MAIMLISIPHBIX MbIIIIax. HopMambHbII
CMEKTP TKaHEBOW MMOKapAMaJIbHOU MONTIIep-Kap-
JIOTPAaMMBI COCTOUT M3 CUCTOIMIECKOM BOJTHBI U IBYX
IHUACTOJUYeCcKUX BOH — E u A. Cuctoauyeckasi BoJ-
Ha MMEET 4acTo ABa NMuKa — §; U §,, MUK S| oTpaxaer
¢azy M30BOIIOMETPUIECCKOIO HAMPSIKEHUST MUOKap-
nma — (asy m3rHaHusg. CKOpoCTh IBIKCHUST MUTPAThb-
HOTO KOJIblIa, M3MEPEHHAs METOAOM WMITYJbCHOMN
TDI Ha cBobomHoIi cteHKe JI2K, xopouio Koppeaupy-
et ¢ @B, u3MepeHHOIT pa3TMIHBLIMU cIiocobamu [5].

MeTtoauka TKaHeBOTO CJIEXEHUsI — KOJMPOBaHHOE
IIBETOM M300pakeHNe ABIKEHUS MUOKapaa — Ipel-
cTaBJisieT co0Oil BecbMa IPOCTON M KauyeCTBEHHbIM
Ccoco0 BU3yaJIM3allMd BHYTPIIKEITYIOYKOBOU IHC-
cunxponuu [29]. P. Sogaard u coaBT. IpoaeMOHCTPU-
pOBaJid, 9YTO KOJUUYECTBO OTCTAIOIINX CETMEHTOB (060-
Jiee 2 U3 6 Ga3aJbHBIX) KOPPEIUPYET C YBEIMYECHUEM
®B JIXK B pesynsrate CPT (puc. 5, 6).

OmnpeneneHue AUCCUHXPOHUM TI0 Aedopmainnu
(strain) 1 ckopocTu nedopmalMu MUoKapaa (strain
rate) IIPOBOAUTCS B PEXMME MapaMeTPUICCKUX M300-
paxkeHU i IBETOBOI'O TKAHEBOTO TOIIIEPOBCKOTO Kap-
TupoBaHusi. [IpeumyiiectBo 3Tux metoauk mepea TVI
COCTOUT B TOM, YTO OHU MO3BOJISIIOT AMddepeHInpo-
BaTh aKTUBHOE COKpAICHNE 1 TTACCUBHOE IBIKCHHE.
JaHHble JTUTEpaTypbl CBUACTEILCTBYIOT O BBICOKOM
YYBCTBUTEILHOCTH TEXHOJIOTUH OLICHKHU IehopMaliin
MMOKapJa B MPOTHO3¢ 0OPAaTHOTO PEeMOIEIMPOBAHUS
JOK nmpu CPT, npeBocxopsiieii 4yBCTBUTEIbHOCTb
CKOPOCTHBIX XapaKTepUCTUK ABIKeHUsT cTeHOK (TVI).
ITokxa3aHo, YTO 3aJep:KKa ITMKOBBIX CHCTOJMICCKUX
CKOpoOCTeit cpeIHUX U 0a3aIbHBIX CETMEHTOB O0OKOBOI
crenku JIZK no cpaBHenuto ¢ M2KII 6om1ee 400 mc 00-
JIalaeT YyBCTBUTEIbHOCTHIO 93% U crielinUIHOCTHIO
88%, a npu aHau3e 12 6a3aibHBIX M CPEITHUX CETMEH-
TOB C pacyeToM aedopMaluu, Ipesbimaoieii 60 Mc,
YyBCTBUTEIBbHOCTE gocturaeT 100% [24]. dedbopma-
s JII000T0 00BeKTa BO3ZHMKAET OOHOBPEMEHHO BO
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Septal f .

Lateral

Puc. 5. PesynbraThl mpuMeHeHMsI MeTOJa TKaHEBOI'O
CJICXKEHHS y MallMeHTa C CepAeYHOM HeIOCTaTOYHOCTHIO,
MexaHmdyeckoil nuccuuxponueii no CPT. 3agepxka mu-
KOBBIX CKOPOCTE MeXIy CTeHKaMu cocTasiseT 120 mc.
IMukoBast CKOpOCTh U3MEpPEHA MEXKIY OTKPBITUEM U 3a-
KpbITHEeM aopTanbHoro kianaHa. CPT — ¢ apdexkrom

ESeptaI

Lateral

Puc. 6. PesynpraTel MpUMEHEHUsT MeToJa TKaHEBOTO
CJIEXKEHUS y MallMeHTa C CepIeYHON HeTOCTaTOYHOCThIO,
0e3 IpM3HAKOB MexaHndeckKoi muccuaxponuu. CPT —
0e3 a(pdekra

BCEX TPeX IUIOCKOCTSX. B MmoKapae 3To mpomosbHOE,
paavajibHOE U LIMPKYJISIPHOE cMellieH e BoJIoKoH. Crie-
JIOBATEJIbHO, CTEHKHM MUOKap/a 1ehOpMUPYIOTCS B TpeX
HarpaBJIieHUsX: TIPOJOJbHOM (BepUTHKalibHOe — L),
rnoriepeyHoM (ropusoHTajbHoe — T) M KpyroBom
(tupkynspraoe — C) [4].

4. Tkanesas cunxponuzayus (Tissue Synchroni-
zation). CTpeiiH onpenenseTcs Kak aedpopMaunst 00b-
eKTa I0 OTHOIIEHUIO K ero HayajabHoit (opme. s
OHOMEPHBIX JUHEHHBIX O0OBEKTOB 3Ta AechopMalius
MOXeT OBITh MpeJCTaBlIeHa YIUIMHEHUEM WU YKOPO-
yeHreM. OTHOCUTEIbHOE YBEJIMUYCHUE JUIMHBI U OyaeT
SBIISITbCS AedopManueit (strain), koTopasi o6o3Hava-
erca cumBosioM f [1]. Ucnonb3oBaHue MeTOa TKaHe-
BOI CMHXpPOHM3ALIMM OCHOBAHO Ha 00pabOTKe CUTHa-
JIa ITOIIUIEPOBCKOTO M300pakeHUsI, ITO3BOJISIONICTO
OIpeaesisiTh MUKOBYIO CUCTOJIMYECKYIO CKOpOCcTh. Ko-

JMMpOBaHKE HOPMAJTLHOTO BPEMEHHOTO MHTepBaja (OT
QO na OKI 10 MMKOBOIT CUCTOINYECKOI CKOPOCTH) BhI-
TTOJTHSIETCS 3€JICHBIM IIBETOM, YMEPEHHOI 3aIePXKKHN —
JKEJITO-OPAaHXEBBIM, BBIPAXXKEHHOTO OTCTaBaHMUS —
KpacHbIM 11BeToM. KpoMe KauecTBEHHOTO ompenelie-
HUS OUCCUHXPOHWHM TIPOBOMMTCS KOJIMICCTBEHHBIN
aHaJIU3 KPUBBIX BPEMSI — CKOPOCTb B TPEX OCHOBHBIX
MMO3UIUSIX M3 BEPXYIICYHOTO IocTyma (4-, 3- 1 2-Ka-
MEpHBIX). BennunHa BHYTPUXKEJIyI0YKOBOI 3a0ePKKU
COKpaIleHus JBYX CErMEHTOB OOKOBOW CTEHKHU
JI2K>300—-500 Mc obamaet 87% 4yBCTBUTEIbHOCTbIO
u 100% crneunduyHocThlio. braromaps mociegHUM
paspaboTtkaM B obsactu DxoKI crana moctymHol TKa-
HeBasl CHHXpOHM3AIIMS B TPEXMEPHOM peXXUME, a TaK-
K€ OIleHKa paJaualbHOM TUCCHUHXPOHHWU B JIOIIOJHE-
HUE K MPOJIOJbHOM.

5. Texnonoeus deyxmeproil degpopmayuu (2D Strain
nnu 2D Speckle tracking). HoBast coBpemeHHas1 Tex-
HOJIOTHSI TIO3BOJIACT KaK KaYeCTBEHHO, TaK M KOJIMUe-
CTBEHHO OMpeAesiTh MPOAOJbHYI0O U pPaauajbHYIO
BHYTPIZKEITYIOUYKOBYIO TUCCUHXpOHMIO. CunTaercs,
4TO O0Jiee MHMOPMATUBHOI SIBJISICTCS paavaibHasl 3a-
JIEpKKa COKpalleHust, npesbiaiomas 130 mc [16].
[MoxazaHo Takxe, YTO UHAEKC TTPOJOJIbHON 3aePXKKHU
cokpauieHust B 2D Strain BBICOKO KOppeaupyeT ¢ KO-
HEYHbIM CcHUCTOJMYeCKUM oO0beMom JIZK mocie um-
rwtaHTauuu yctpoictB CPT u siBisieTcsl TOUHBIM Tpe-
IUKTOPOM OTBETa Ha Hee y OOJBHBIX C UIIEMUYCCKOM
M AWJIaTallMOHHOM KapauomuonaTueit. [Tpermyiiect-
BO JAHHOII METOIMKM 110 cpaBHeHUIo ¢ TMJ — Gonee
BBICOKAs BOCIPOM3BOJUMOCTb, MEHbIIIEE 3HAYEHUE
CyOBbEeKTMBHOTIO (hbakTopa, BO3MOXKXHOCTb OBICTPO MO-
JIyYUTh U 00paboTaTh pe3yJbTaThl.

5. Tpexmepnas IxoKI. AHanu3 CUHXPOHHOCTU CO-
KpalieHust pa3iuuHbix otaesoB JIZK, mo maHHbIM
TpexmepHoit DxoKI, B pealbHOM BpeMEHU TPOBOIUT-
¢S KaK KauyeCTBeHHO, TaK U KOJIMYECTBEHHO 0OJiarona-
Ps BO3MOXHOCTH TTOJTyYeHUST CEPUN KPUBBIX, OTOOpa-
JKAIOIIMX N3MEHEHUS 00BEMOB KaXXKI0TO CerMeHTa (13
16—17) Ha MPOTSTKEHWU BCETO CEPAECYHOIO ITMKIIa
(puc. 7).

IIpyu CMHXPOHHOM COKpAaIllEeHUM BCEX CErMEHTOB
MOCTIDKCHNE MHWHHUMAJIbHOTO O0beMa UIST KakKIoTo
CerMeHTa MPOMCXOIUT MOYTU B OMHOM TOUKE cepiaey-
Horo uukiIa. [Tpy HaTMIny TUCCUHXPOHUHN TTOSIBIISICT-
Csl IUCTIepCUsT BO BPEMEHM AOCTIKEHUSI MUHUMAJb-
HOTO o0beMa [IJIsi pa3IMuyHBIX CErMEHTOB, CTEIEHb
KOTOpPOM OTpakaeT BBIPAXKEHHOCTb IUCCUHXPOHUU.
Ilo naHHBIM HEKOTOPBLIX MCcCeaoBaTesieil, TUCCUH-
XpOHWUSI, BBISIBJICHHAST TP TpexmepHoi DxoKI, sBis-
€TCST 04eHb TOUHBIM ITPOTHOCTUYECKUM (haKTOPOM I10-
JoxureabHoro orseta Ha CPT.

3D-9xoKI Hanbosnee TOUHO OLIEHUBAET TUHAMUKY
@B JIK 1 06bemoB 110J710¢Tei y 60a6HBIX ¢ CH, dhazo-
BBIl aHaINU3 CerMEHTApHOU COKPAaTUMOCTHU JAEMOHCT-
pUpyeT HapylIeHWe COKPATUMOCTH Pa3IMIHBIX yIacT-
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Puc. 7. 3D-sxokapauorpaMma rnaiMeHTa ¢ BHyTPUXETy-
IOYKOBOM AuccuHXpoHuei. Kaxnblii cerMeHT KOAUupo-
BaH pa3HbIMU IIBETAMU

KOB JIEBOTO 1 MPABOT0 XeTYJA0YKOB He TOJIBKO CO CTO-
POHBI TIPOTUBOIIOJIOXHBIX CTEHOK M3 IABYX CCUCHMIA,
HO 1 BO MHOXeCTBe ceueHuil. biiaronapst ObicTpoii 3a-
nucu 1M o0paboOTKe TPeXMEPHBIX M300paKeHUU ISt
OLIEHKU JUCCUHXPOHUM MUOKapaa 3TOT METOJ MOXKET
OBITh MCITOJT30BaH C 1IEJBIO BBISIBICHUS BO3MOXKHBIX
kanaunatos Ha CPT.

Jlokanuzaius J1eBOXe Ty J0YKOBOTO 3JIEKTPOIA B 30HE
HauboJjiee TO3MHEeN aKTUBAllMM MUOKapia JaeT OMNTU-
MaJibHbIe pe3ysisraThl Tpu CPT, 3Ta Tokanuzauusi MOXeT
ObITb OIpe/eieHa ¢ MTOMOLIbIO TKAHEBOIO MUOKApAUaIb-
HOTO JoMIieporpaduyeckoro UccaenoBaHusl.

B nccnenosanuu CARE-HF omnumu u3 xpurtepu-
eB oroopa naureHToB Ha CPT asnstiics @B JIK me-
Hee 35%, KJIP JIK 6omee 30 MmM/M2. B HEKOTOPBIX HC-

cnenoBanusix CPT cuuranack apdexkTuBHOM pu yBe-
ymuenun KCO JIK yepes 3 mec Gonee yem Ha 15%.
VBenanueHue pazMmepoB JIK aBiaseTcs oqgHUM U3 MOKa-
3aHmit K mpoBeneHno CPT, omHaKo pe3Ko BBIpaXKeH-
Has gvatauus JIZK B coueTaHUM ¢ BBIpakeHHOM MU-
TpambHOIt peryprutaumeit, IV QyHKIMOHAIBLHBIM
kiaccom o NYHA, HecTaGmibHOI TeMOIUMHAMUKOM
U uHTerpaaom JuHeHo# ckopoctu (TVI) aopranpHo-
ro KpoBOTOKa MeHee 12 cM paccMaTpuBaroTCs Kak
dakTopsl pesucteHTHOCTU K CPT.

B nouckax Hanbosee 4yBCTBUTEIbHBIX TTPEAUKTO-
poB addexkTuBHOCTH CPT HekoTOphIe HccienoBare-
JIA UCITOJIb30BaJIM TaAKOU MHTETPAJbHbIMA MOKa3aTellb,
kak MPI (myocardial performance index) (puc. 8).
Ilo pesynbraraM OZHOTO MYJBTUIICHTPOBOIO PaHIO-
MM3MPOBAHHOTO MCCIIEOBAaHMS OBUIO OTMEYEHO CTa-
THUCTUYCCKU TOCTOBEPHOE CHIKEHHE 3TOTO MHAEKCa
yepe3 12 Heaenb nociae CPT, B To BpeMs KaK 3HAYMMOTO
npupocrta @B JIK He otmeuanock. MPI paccunThiBaeT-
¢ 1o hopmyJie: cymMma BpeMEHU U30BOJTIOMETPUYECKO-
IO COKpAIleHWSI W BPEMEHHM HM30BOJIOMETPUUICCKOTO
pacciabieHus, neJeHHas Ha repuos u3rHanus JIK.

Cy1iecTByeT HECKOJIbKO KPUTEPUEB, TO3BOJISIO-
LIKX TIPEATIONOXUTh, KTO Xe SBISIeTCS KaHAUIATOM Ha
nposenenue CPT:

— @B JIXK menee 35%;

— ngexcupoanubiii KIP JIXK 6onee 30 mm/M2;

— MPOIOJDKUTEIFHOCTh IIepHOIa IPEIbI3THAHUS
JIK 6osee 140 mc;

— MEXXKeJTyIOYKOBas acUHXPOHHS (CMeIleHHe
BeiOpoca JIZK no otHomeHuto K I12K) 6omee 40 mc;

— BHYTPIZKEITyIOYKOBast aCHHXPOHUS (B HACTOSIIIEE
BpeMsI MCCJIeIoBaTeIM He MPUIILIM K €IMHON TOYKe

e

oY

L

ICT

o

ICT=(a-b)-IRT

A

IRT=c-d

Y

MPI=(a-b)/b=(ICT+IRT)/LVET

Puc. 8. CxemaTtnueckoe n3obpaxeHue BerarciaeHus MPI:

ICT — Bpemsa uzoBomomeTpuueckoro cokpaiieHust; IRT — nepron nzoBomomeTpudeckoro pacciaadnenus; LVET — nepuon

W3rHaHus JIEBOI'O KEJIyJO4YKa
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3pEHUS B OTHOLLIEHUU KPUTEPHUEB BHYTPUKETYIOUKO-
BOI aCUHXPOHMU, 3Ta ITpobdieMa TpeOyeT JajlbHEMIITNX
pa3paboToK).

MHOT'OITAPAMETPHUYECKAA CTPATETUA
B OIIEHKE IUCCUHXPOHUU MUOKAPIA

B psne wucciemoBaHuii ObUIO MOKa3aHO, YTO
20—30% O0oabHBIX He oTBeyaloT amekBaTHO Ha CPT
(puc. 9) [38]. IIpruynHaMu 3TOrO CYMTAIOTCS: HECOBEP-
IIEHCTBO KPUTEPUEB OTOOPA OOJIBHBIX, OOBIION 00BEM
pYOIIOBOTO MOpaXKeH!sI MUOKapAa U HU3KUI MUOKap-
JIUAIbHBI KOHTPAKTWIbHBINA pe3epB, HEONTUMAaJIbHas
TTO3UIIMSI JIEBOXKETYIOUYKOBOIO 3JieKTposa [25].

Kiunuyeckue mnokasaHus Ajisi oT00pa MalureHTOB
Ha CPT B mociegHee BpeMsl Bce Oosee pacIIupsioTcs
n BkmodatoT 6osbHBIX ¢ CH 1T @K, BITHIIT, mepiia-
TeJbHOM apUTMUEH, TeKOMIIEHCHPOBAHHBIM TUTIEPTO-
HUYECKUM CepaleM, OOLIMPHBIM MOCTUHGMAPKTHBIM
KapAnOCKJIepO30M, UMIUTAHTUPOBAHHBIM IIPABOXKEITY-
noukoBbiM DKC u T. 1.

CiemyeT OTMETHTD, UTO B aMEPUKAHCKHUX ITOKa3a-
Husx CPT pekoMmeHayeTcst B JOMOJHEHUE K JI€KapCT-
BeHHOI Tepanuu y nanueHToB ¢ CH II-1V ®K u
NUCCUHXPOHUEN, B OTJIIMYME OT POCCUMCKUX, TI€ TO-
BOPUTCSI O HEBO3MOXKHOCTHU KOMIIEHCALIMM JTaHHBIX
OOJIBHBIX MPHU MpPUEME MaKCHMAaJbHOI JeKapCTBEH-
HOI Tepanuu. B eBpomneicknux u aMepuKaHCKUX pe-
KOMEHIAIUIX KECTKO C(OPMYIUPOBAHBI ITPOTUBO-
nokazaHus K ctumynasuuu [12K y OodabHBIX C
Opaguaput™MusaIMu U aucdyHkuueit JIZK, B ToM yucie
MPOTHUBOITOKA3aHa MMIIJIAaHTaIsl OOBIYHOIO JBYXKa-
MepHoro DK C mammenram ¢ CH 1 BBICOKOI CTeTICHBIO
AV-06510Kaapl, MOCKOALKY npu ctumyisunu IT2XK Bos-
HUKAeT TUCCUHXPOHUS XeJyT0UYKOB, KOTOpas yCcyryo-
nget teyeHue CH. TMosiBuics cneunduyeckuit tep-

MUH <«anrpeiin oobryHoit cucteMbl DKC B OUBEHTpU-
KYJISIpPHYIO CUCTeMy CTUMYJsiimu» (upgrade to biven-
tricular pacing), nmoapasymeBalOIIUi HEOOXOAMMOCTh
3aMeHbl 00bruHOTO DKC Ha OMBEHTPUKYISIPHBIN, C
umiantaumeit JIZK-anekrpoaa y 6071bHbBIX C pa3BUB-
mreiica CH. ITo metkomy BeIpaxkeHunio D. G. Benditt,
«MMIUTaHTAlMsI OJHOTO JAOMOJHUTEIBHOTO 3JEKTpoaa
MOKET TIPUHECTH MeECSIbl MM OaXke TONbI KU3HU,
npuyeM 6osiee KOMMDOPTHOI» AJIsT JAaHHOM IPyMIIbI Ma-
IINCHTOB.

Hwuxe mbl mpuBoaum nokaszanus miss CPT, peko-
MeHIoBaHHbIe EBpomieficKkuM KapauoJorniecKuM 00-
mectBoM B 2007 1. [19], u mOMOJHEHUST K PEKOMEH-
nanusaM AMEpUKaHCKOW KOJJIETUM KapauoJioroB/
AwmepukaHckoi accormanuu cepana 2005 1., mpuHs-
Thie B 2009 1. [31]:

I A. Bompable ¢ XCH III-IV ¢yHKIIMOHATBEHOTO
Kiacca 1o kinaccugukanuu NYHA, dpakimeit Bbiopo-
ca JIEBOTO Xenymodka 35% wiu MeHee, HECMOTPSI Ha
ONTMMAJIbHYIO MEIMKAMEHTO3HYIO Teparnuio, Mpyu Ha-
JIMYAM CHHYCOBOTO PUTMa M MPH BeJIMIMHE KOMIUIEKCa
ORS 120 Mc unm 6osee JOKHbBI TTOIYUYUTh CEPACUHYIO
PECUHXPOHU3UPYIOIIYIO TEparuio ¢ MOMOUIBIO WUM-
IUIAHTALIMU OMBEHTPUKYJISIPHOTO KapAUOCTUMYJISITOpa
(CPT — BKC) win OUMBEHTPUKYJISIPHOTO KapaUOCTH-
MyJsitopa ¢ (yHKIMEH KapamoBepcuu-nedruopuiis-
i (CPT — MK]I) npu oTCYyTCTBUM MPOTUBOIIOKA3a-
HUI — C HEJbI0 YAYYIIeHUS KIMHUYECKOTO TECYCHUSI
3a00JieBaHUsI U YMEHBIICHUSI CMEPTHOCTH.

IT A. B. Y 6oabnbIX ¢ XCH II1-1V ¢pyHKumonann-
Horo kJacca no kinaccudukauuu NYHA, dpakuneii
BBIOpOCA JIEBOTO Xemynouka 35% uiv MeHee, HECMOT-
psl Ha ONTUMAJbHYIO MEIUWKAMEHTO3HYIO Teparuio,
P HATUIUY QUOPWILISIINYT TIPpEeACePINii U TIpH Be-
nnurHe Komruiekca QRS 120 mc unu 6oee 1e1ecooo-

Puc. 9. Pesynasratet TM/I nauum-
€HTOB, OTBETUBIINX (@) U HE OTBE-
tuBLIMX (06) Ha CPT
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pa3HO TIpUMEHEHWE CEepIACYHON PECUHXPOHU3UPYIO-
IIeil Teparmuy ¢ MOMOIIbI0 UMILIAHTALIMA OWBEHTPH-
KyasipHoro kapauoctumygsgtopa (CPT — BDKC) wiun
OMBEHTPUKYISIPHOTO KapaAMOCTUMYJISITOPA C (DYHKIIH-
et kapauoBepcun-aedudopwuisiuuu (CPT — UKI).

II A. C. Y 6ompHBIX ¢ XCH ITI-IV ¢pyHKIIMOHATD-
Horo kjacca no kjaccudukauuu NYHA, dpaxuueit
BBIOpOCA JIEBOTO XKeya0o4ka 35% uinu MeHee, HECMOTPsI
Ha OINTHMMAJbHYI0 MEIMKAaMEHTO3HYIO Tepalluio, Mpu
HaJIMYNUW COTTYTCTBYIOIINX TIOKA3aHWIA IJIST ITPOBEICHUS
TIOCTOSTHHOM KapaAMOCTUMYJISILINU 11€JIeCO00pa3HO MpH-
MEHEHME CeplIeuHOl PEeCUHXPOHU3UPYIOIIEH Tepariu
(TIepBUYHAs MMITIAHTALUS OMBEHTPUKYJISIPHOTO Kap-
nuoctumysitopa (CPT — OKC) wiu gonoiaHeHue pa-
Hee MMIUIAHTUPOBAHHOTO KapIUOCTUMYJISITOpa 10 OU-
BEHTPUKYJISIPHOTO).

AddextnBHOCT, MeToma CPT moka3zana B 60Jb-
IIOM KOJMYECTBE KPYIHBIX, XOPOILIO OpraHU30BaH-
HBIX UCCIICIOBAHNIA, ¢ TIPUBJICYCHIEM 3HAYNTEIIFHOTO
yucja TMalueHToB. TexHOoJorus MeToaa MpOoAoJKaeT
aKTUBHO pa3BUBAThCA U COBEPIICHCTBOBATHCS, UYTO
noBbIIaeT 3PPEKTUBHOCTD JEYEHUSI U CHUXKAET KO-
JIMYECTBO OCJOXHEeHUI. [lpomosrkalorcss KInHUYecC-
KM€ UCCIENOBAHUSI, KOTOPBIE TTO3BOJISIT ONTUMU3UPO-
BaTh METOJ I OTBETUThH Ha OCTABIIMECS BOIIPOCHI.

3AKJIIOYEHUE

CepreyHast peCHHXpOHM3UPYIOIIAs TepaIus B Ha-
CTOSIIIIEEe BpEMsI pacCMaTpPUBAETCsl KaK CTaHAapT Tepa-
TeBTUYCCKOM CTpaTeTuu ISl JIeIeHUST OOJIBHBIX C pe-
¢pakrepHoit CH. CymiecTByloiye KpuTepuu otroopa
KaHIMIaToB, 6asupyromuecsa Ha gaHHBIX DKI, Hemo-
CTaTOYHO XOPOIIO BBISBISIOT MAllMEHTOB, OTBEYalO-
mux Ha CPT, nmoatomy OxoKI'-oleHka nuccUHXpO-
HUM B psAne clyvyaeB OOJKHA OBITh BKJIIOYEHaA B
AJITOPUTM OOCJIEIOBAHUST TAKUX OOJIBHBIX.

HccnenoBanusi, BBITTOJTHEHHBIE B KapaIUOJIOTHYEC-
KMX KIIMHUKaX, UMEIOIINX YCIICIITHBINA OTBIT ITIPUMEHEe-
Hus CPT, 6a3upyrorcs Ha Kputepusax DxoKI-oneHku
MeXaHNYeCKOW TUCCUHXPOHWHU, TP 3TOM HCIIOIB3Y-
FOTCSI COUYCTaHMSI KaK MUHUMYM TpeX u3 Hux. Cpemu
pasnnuHbix DxoKI'-MeTonoB TexHonorus TM]I o6ia-
JIaeT 0ojiee BHICOKOM MPEIMKTOPHON IIEHHOCTHIO IS
nporHo3upoBaHus 3¢gektuBHoro orseta Ha CPT.
Hosbie OxoKI-TexHonoruu, Takue Kak TpexMmepHasi
OxoKI B peabHOM BpeMeHU, TKaHEeBasi CUHXPOHU3a-
s B TPEXMEPHOM DPEXMME W TEXHOJOTUS IBYXMEp-
HOIi nepopManiviu, B HaCTOsIIIee BPeMsI aKTUBHO U3Y-
YaloTCsI, UMEIOT XOPOIINEe MPOTHOCTUYECKUE PE3YIIb-
TaThl 1 MOTYT OBITh PEKOMEHIOBAHBI [IJI51 UCTIOJIH30Ba-
Hus ipu oToope nanureHToB Ha CPT.
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BPOXKJTEHHBIN CHHIPOM YJUIMHEHHOTI'O HHTEPBAJIA Q-T

JI. A. boxepua®, 0. JI. boxepus, M. 3. Mycaesa

Hay4HbIlh LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

Cpenu 3aboyieBaHUIl cepleUYHO-COCYIUCTON CHC-
TeMBbI HapyIIeHUST CEPJCYHOTO PUTMA 3aHUMAIOT 0CO-
60e MecTo. K 3a601eBaHNSIM C BLICOKUM PUCKOM BHE-
3alTHOM CMEPTM OTHOCHUTCSI CUHAPOM YIJIMHEHHOTO
untepBasia 0—T7 (CYU O—T1).

Panee cuuranock, yro Hasmuue CYU Q—T gaBns-
eTcst GakTopoM KpaliHe BhICOKOTO pUCKa BHE3aIHOM
CMEpPTH, OJTHAKO Ha CETOIHSAIIHUI IeHb 3a00JieBaHNe
paccMmarpuBaeTcsl Kak HapylleHrue puTMa cepiia, Ko-

TOpOe HOCHUT 0oJjiee pacipoCTpaHEHHBIN XapakTep
cpeay HaceJleHHUs, 4eM IIpeAroiarajoch paHee, HO
COITPOBOXIAETCSI MEHbBIIIEH JIETaTbHOCTBIO.
Kimmanuecku CYU Q—T xapakTepusyercst yIJIn-
HeHueM uHTepBasia O—T (Q—Tc) Ha 12-KaHaabHOU
OKI, cMHKOMaJIbHBIMU COCTOSTHUSIMU W BHE3aITHOU
CepIevyHOl CMEepThIO B pe3yjabTaTe XXU3HEyrpoxaro-
e JKeTyTOUYKOBOM TaxXUKapauy TUIIA MUPYST («tor-
sades de pointes»), KoTopast 0OLIYHO MPOBOLIMPYETCS

* Anpec 115 iepenucku: e-mail: leoan@online.ru
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(buzmyeckumMy Harpy3kamu, 3MOIMOHAIBHBIMU TI0-
TPSCEHUSIMU WJIM BHE3aITHBIM 3BYKOM.

MounekynsspHble OTKpbITUS 1990-X rog0B, caenaH-
Hble M. Keating u J. Towbin, a Takke naHHBIE peecT-
poB 6osbHBIX ¢ CYU Q—T, conepxauiye xapakKTepuc-
TUKH Pa3INIHBIX (DEHOTUIIOB MMAIIIEHTOB, COOpaHHEIC
non pykoBonctBoM A. Moss u P. Schwartz, mokazanu
(byHIaMeHTaIbHBIC MOJIEKYJISIPHO-TEHETUUECKHE ac-
TEKTHI, JIeXKalllue B OCHOBE (DYHKIIMOHAIbHOM aKTUB-
HOCTHU CepICUYHBIX MOHHBIX KaHAJIOB.

HayuyHo-uccienoBaTeIbCKMUil OTBIT MOCASTHUX
JECATWIETHIA TTO3BOJISIET CETOIHS IIPOBOAUTH MOJIEKY-
JIspHO-TeHeTn4eckoe turnupoBanue CYU Q—T, uto
JlaeT BO3MOXHOCTb Oosiee 3(PpPeKTUBHO OlLIEHUBATh
PUCK BHE3alHOM CepAeYHOM CMepTU U pa3padaThi-
BaTh MOAXOIHI K 3((HEKTUBHOMY JICUSHUIO.

Tem He MeHee OCHOBOW KIMHWYECKOW OIIEHKU
CVYU O—T ocraroTcs THIATEJbHBINM aHAIU3 aHaMHe3a
3a00JIeBaHMs, KM3HU, BHE3AITHOTO CIydas CMEpPTU B
CeMbe, a TaKXe OLICHKA 2JIEKTPOKAPIMOTPAMMBI U CY-
TouHOro MoHutopuposanus JKI' no Xoarepy npo-
OaHpa.

HNCTOPHUYECKAA CITPABKA

Bpoxnenusiit CYNU Q—T Ob11 BriepBble OMUCAaH B
1856 1. T. Meisser Kak BHe3aITHbII ciIy4ail CMEPTH MO-
JIOOTO YeloBeKa, B CEMbe KOTOPOTO €llle IBOe OJIU3-
KNX YMEPJIU TIPYA aHAJIOTUYHBIX OOCTOSITeIbCTBaX. B
1957 1. A. Jervell u F. Lange-Nielsen auarHoctupoBa-
mm CYU Q—T B HOPBEXKCKOI ceEMbe, B KOTOPOIi y UeT-
BEPBIX U3 IIeCTU ACTEH UMEUCh YIJIMHEHHBIN MHTEpBa
O—T Ha »IeKTpoKapauorpaMMe, BpOXKICHHAsT Heil-
pOCeHCOpHas TYroyXoCTh, CJly4Yal IOTEpPU CO3Ha-
HUS;, TPOE U3 HUX YMEPJIM BHE3aITHO B Bo3pacTte 4, 5
1 9 JIeT COOTBETCTBEHHO [14]. AHATOTUYHBIN KJIMHU-
YeCKUil CUHIPOM BHE3alHOW CMEePTH BO BpeMs hu-
3UYECKO Harpy3Ku M dMOIIMOHAJIBHOTO IMepeXkrBa-
HUSI, HO 0e3 BPOXIEHHOU TIyXOThl ObLT OMUCAH
C. Romano [17] u O. C. Ward [23] B Hauane 1960-x .
OTU aBe KiIuMHU4Yeckue pazHoBugHoctu CYU Q—T
cranu u3BecTHBI Kak Jervell-Lange-Nielsen syn-
drome u Romano—Ward syndrome. IlocinegHuii
TIpeIcTaBiIsIeT co00l KpaliHe pemKoe 3a00JIeBaHUE C
ayTOCOMHO-PEILECCUBHBIM TUIIOM HacJeIoBaHUs
[14]. K 2006 1. 66110 M3BecTHO He H60stee 200 Takux ma-
nueHToB. [laTonorus oTinyaeTcst HEOJIarONPUSTHBIM
MPOTHO30M IMPU €CTECTBEHHOM TEUEHUU.

AIMMUIEMHNOJIOTUA
N1 PACITPOCTPAHEHHOCTD

PacnipoctpaHeHHOCTh 3a001€BaHUsI O KOHIA He
BBISICHEHA, ITOCKOJBKY SIHUAECMHUOJOTrNYeCcKre IPO-
CMEKTUBHBIC MCCJICIOBAaHUS HadaThl CPaBHUTEJIBHO
HenaBHo. B CIIIA, nmo nmociaegHUM JaHHBIM, MTOJIyde-
Ha 0oJiee BbICOKAs YacTOTa BCTPEYaeMOCTU CUHApPOMa,
4yeMm paHee, — pubausuteabHo | ciaydait Ha 5000 ue-

snosek [21]. ITpu atom exeronHo B CHIA morubarot
okoJjio 3000—4000 meteit, TOAPOCTKOB, MOJIOABIX JTIO-
IIeil ¢ IMaTHO30M «CHHAPOM YIJTMHEHHOTIO MHTepBajia
O—T5>. B to ke Bpems B Utaimu ony0IMKOBaHBI JaH-
HbI€, MO3BOJISIONINE MPearoaraTh, YTO pacrnpocTpa-
HEHHOCTb 3a00JIcBaHUS MOXET OBITh eIlle BBIIIC —
1 cayuait Ha 2000—3000 HOBOpOXAEeHHBIX [11], 9TO
MMOATBEPKIAeTCSI pe3yJbTraTaMHW ayTOICUM OeTeil
TPYIHOIO BO3pacTa ¢ CUHAPOMOM BHE3AIMHOW CMep-
™ [20].

Bpoxnennas ¢popma 3a6oaeBaHus — cuHApoM Po-
MaHO—Yopaa — sBJsIeTCS CaMOil pacipoOCTPaHEHHOM
dopmoit CYU Q—T, yacTtoTra e€e BCTPEYAEMOCTU —
1 cayyaii Ha 10 000 HaceneHus , MPU 9TOM HaceayeT-
CsI CUHJIPOM I10 ayTOCOMHO-JI0OMMHaHTHOMY TuIty [17].

Cpeny MHOrooopa3HbIX MOJIEKYISIPHO-TEHETUYEC-
knx ¢dopm CYU Q—T ocoboe MecTO MPUHAIIEKUT
TpeM BapraHTaM, IPU KOTOPBIX HApSIAY C YIJIMHEHUEM
nHTepBajga Q— T mMeeTcs mopakeHNe IPYTUX OPTaHOB
u cucreM: cuHiapom JIxepsenna—Jlanre—HwunbceHa
(coueranue CYU Q—T ¢ HEpOCEHCOPHOI TYyroyxoc-
Tbl0), cuHapoM AHnepceHa— TaBuna (CYU Q—T ¢ no-
JUMOPGhHON XKeJTyTOUYKOBOU TaxuKapauei, rmepuoam-
YECKMMHU MapaJiiyaMiu U CKEJIETHBIMY aHOMAJIUSIMU) U
cunapom Tumotu (CYU Q—T B coueTaHUU C mopaxe-
HUEM CepIeuyHO-COCYINCTOM cuctembl, AB-0mokanoii
II cremeHM, TIOpOKaMM Cepiala, COINPSLKEHHBIMHU C
CUHOAKTWINEH, TPAaH3UTOPHBIMU METa0OIMICCKUMM
HapylLIeHUSIMU, aHOMAJIUSIMU TICUXMIECKOTO M YMCT-
BEHHOTO Pa3BUTHSI, MMMYHONEGUIIUTHBIMUA COCTOSI-
Husmu). [IpuseneHHbie BapuaHTel CYU O—T Hache-
IYIOTCSI TI0 ayTOCOMHO-PELIECCMBHOMY TUINY U
OTJIMYAIOTCSI KpallHE HU3KOM BCTPEYAEMOCTBIO, TaK,
10 TIOCJICAHUM JAHHBIM, CHHAPOM TWMMOTH OmucaH y
22 manMeHTOB BO BceM Mupe. Bce Tpu HasBaHHBIe
dopmbl CYU Q— T oT11MuaoT OT OCTaIbHBIX OCOOEHHO
3JIOKAYEeCTBEHHOE TEYECHME M KpaWiHE BBICOKUI PUCK
BHE3aITHOU CMepTH B paHHEM Bo3pacTe [1, 22].

[IpoBeneHHBIN B MOCIeIHIE TOABI aHAIN3 BHE3all-
HOM cepleyHOl CMEpPTH HaceJeHMs IoKa3ajl, 4YTO B
60% ciyyaeB MPUYMHOIN SIBJISIETCS Pa3BUTHUE XU3HE-
YIpOXKalolIuX apuTMuii cepaua [2].

Ha cerogHsamHmii geHb TpobjeMa BHE3aIMHOM
CMEPTU CUMUTAETCSl OJHOI M3 MPUOPUTETHBIX B KJIU-
HUYECKOM MEeIUIITHE.

MOJIEKYJIAPHAA TEHETHUKA

YcTaHOBIEHO, YTO C TOUKU 3PEHUS] MATOTCHETU-
yeckux mexaHusmoB CYM QO—T Bo3HUKaeT B pe-
3yJIbTaTe COTHU MyTauuit B 10 pa3auuHBIX TeHax,
KOOUPYIOUIUX OEJIKU PEeryIsUy KaJTUueBbIX U HATPU -
eBBIX KaHaJI0B MuoKapaa. B 75% ciyyaeB, korna Ha-
auuue CYM Q—T OblJI0 MOATBEPXKAEHO FeHEeTUYeC-
KU, CHHAPOM ObLT O0YCJIOBJIEH MYTallUsIMU B TE€HAX,
KOAMPYIOUIMX KaJueBble KaHajbl, IPU 3TOM HU3Me-
HEHUS MOTYT OBITh B albda- u 0eTta-cyobeAuHULIax,
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o0ecTneynBaloMX MOJHOUEGHHYIO paboTy TaHHOTO
KaHasa.

CrenyeT OTMETUTh, YTO B CTPYKTYpe 3a00JIeBaHUS
MyTallid B TeHE HATPUEBOIO KaHaja COCTAaBIISIIOT
okouio 15%.

Mytanuu B 11000M 13 10 TEeHOB MOTYT IIPUBECTH K
pPa3BUTHIO 3a00JIeBaHUSI.

LQ—T1 Bctpeuaetcst B 30—35% cityyaeB v KOIUPY-
ercs reHoM KCNQI1, MoekyasipHOI MMILIEHbIO KO-
TOPOTO SIBJIsIeTCS abda-cyobeAMHUIIA KAIUEBOTO Ka-
Hana [12]. LO—T2 npexacrasied B 25—30% ciayyaes,
OTBETCTBEHHBIM T€HOM TIPU JJAHHOM BapuUaHTE Tede-
Hus 3aboneBanHusa gpusiercst KCNH?2, konupyromimii
anbda-cyobenuHMLy KanaueBoro kaHana. LO—T73
MOATBepKAeH B 15% ciyyaeB, a MyTalluyd BO3HUKAIOT
B reHe HaTpueBoro KaHaina SCNSA. I1pu LO—T4 my-
TalMu OpoucxoasiT B reHe AnkB, KOTOpbIil OTBETCT-
BEHEH 3a CTPYKTYPHBIl 6eJJ0K MeMOpaHbl aHKUPUH B.
LO-T5, LO—T6 xomupyiorcs renamu KCNEI u
KCNE2, koTophble moaaepKuBaloT paboTy 6eTa-cyob-
eIMHMLbI KaJiueBoro KaHaina [18].

ClloXXHBIE MYJBTUCUCTEMHBIC CUHIPOMBI, BKIIIO-
yaromne CYU Q—T, npeacraBiaeHbl TeHAaMU, OTBETCT-
BEHHBIMHU 3a pabOTy MOHHBIX KaHaIoB. CUHIApPOM AH-
nepceHa—TaBuiaa, KOTOPBI TPUHAT KakK BapuaHT
LO—T7, npencrasnen reHom KCNJ2, oTBevarommm
3a anbda-cyobeIMHUILY KaaueBoro KaHana. CUHApOM
TumoTn n3BecteH Kak LO— 78, 00ycI0BIIeH MyTallUsI-
Mu B CACNIC anbha-cy0ObenMHUIBI KalblIMEBOTO
kanana L-tuna. [Tpu LO—T79 myrauum mpoucxonsr B
reHe, KOIMPYIOILIeM CTPYKTYPHBIN 0el0K MeMOpaHbI
kaBeonH. LO—T10-dyHKkMoHaNbHAST HEIOCTATOY-
HOCTb BO3HHKAeT B pe3yjabrare IMCYHKIUM Oera-
CyOBeTMHUIIBI HATPUEBOTO KaHaJa.

DyHKUMOHABHBIE M3MEHEHUs OEJIKOBBIX CYObh-
€IMHUI] MIOHHBIX KaHAJIOB HapyIaloT TpaHCMeMOpaH-
HBII TPaHCIOPT, CITOCOOCTBYS (POPMUPOBAHUIO paH-
Hell MOCTAEMOJSIpU3allMU, TeTEPOreHHOCTU PEerno-
JISIpU3aMKY MUOKapaa XKeTyTOUYKOB U ITyCKOBOM aK-
TuBHOCTH [10].

B Hacrosiee BpeMs aKTyaJIbHOM 3aadeii ocTaer-
Csl YCTAHOBJICHME CBSI3M MeXay (DYHKIMOHATbHBIM
COCTOSTHHEM ILIEHTPaIbHON HEpPBHOM CUCTEMBI I aHO-
MaJIbHBIMU 3J1€KTPO(PU3NOJIOTMUECKIMU MEXaHU3Ma-
MU BO30yxneHus: Muokapaa. ConpsizkeHHOCTb Ouo-
3JIEKTPUUYECKON HEeCTaOMJIBHOCTA MUOKapaa M Mo3ra
y nanueHToB ¢ CYU O—T MoxeTr 6bITh 0600CHOBaHA
MOJICKYJISIPHO-TEHETUYECKUMU U 3JEKTPOGhU3NOIIO-
TUYECKUMU MCCIIETOBAHUSIMU, TTOATBEPKIAIOIIIUMU
3aMHTEPECOBAHHOCTH OHUX U TeX e KaJMeBbIX, Ha-
TPUEBBIX, KaJIbIIMEBBIX KAHAJIOB 3JIEKTPOreHe3a 3TUX
JIBYX KM3HEHHO BaXKHBIX OpraHoB [7].

KIIMHUYECKHUE ITPU3HAKHN

BapuanTel knuHuueckoro nposieHuss CYU Q—T
MOTYT OBITh pa3JIMYHBIMU, HAIIPUMEP ACHUMIITOMA-

TUYHOE TeUYCHME Ha TIPOTSLKEHUM BCE KU3HU WIIN
BHE3aMHbII ciayJyaii cMepTy B MJlageHuecTBe. M3BecT-
HO, 9TO TIpuOIM3nTebHO 50% GOMBHBIX C TeHETUYEC-
K1 nokaszanHbIM TedeHueM CYU Q— T Hukorna He Oy-
IYT uMeTb cumntomMoB Oone3nu [10, 18]. as
MMAIIMEHTOB, Y KOTOPBIX B COCTOSIHUU TTOKOST HE peru-
cTpupyeTcs yIMHeHue uHtepBaia Q— T, xapaKTepHO
ckpoitoe TeueHnne CYU Q—T.

KnuHuyeckast 1MarHocTMKa CMHApOMa yIJIUHEH-
Horo mHTepBaia Q—7T ocraercs IS Bpadya TPYTHOMN
3ajavyeii. DTo CBSI3aHO C BBIPAXKEHHOM KIMHUYECKOI
reTepOTeHHOCThIO 3aboseBaHusi. OCHOBHBIMU KITH-
HUKO-3JIeKTpOKapaAnorpapuIecKuMu Ipu3HaKaMu
CYU Q-T sasasiorcs: yaauHeHue uHtepBaia O—T
mpu npoBeneHun crangaptHoit DKI, ammu3ons! more-
P¥ CO3HAHWs, CBSI3aHHbBIE C (PU3MIECKONM MU TICUXO-
SMOIIMOHAIBHON HArpy3Koil BCIEICTBUE TTOIUMOPd-
HOM XeJyT0YKOBOM TaXUKapAuu.

Cryuau motepu co3Hauust y 6onbHbIX ¢ CYU Q—T
CBSI3aHbl C Pa3BUTUEM 3JIOKAYECTBEHHON apUTMUHU,
Hambosee 4acTo — ¢ MOJIMMOP(MHON KeTyTOUYKOBOI
Taxukapaueit tTumna «torsades de pointes». Ctpeccop-
HBbIE BO3ICUCTBUS, TaKWe KaK dMOIMOHAIbLHOE BO3-
OyXIeHue, BbicoKas (pu3nyeckass aKTUBHOCTb, SIBJISI-
JOTCST apUTMOTCHHBIMH (paKToOpaMU TSI OOJBHEBIX C
CYU Q—-T. Bce 6onbHBIE, MMEBIINE XOTS Obl OAUH
SMU30[ CUHKOIIE, JOJDKHBEI OBITh OTHECEHBI K TPYITIE
MMOBBIIIICHHOTO PHCKa 10 BHE3aIlHOW CepIaedHOi
cmeptu [2]. YacToTa peluanBOB KU3HEYTPOXKAIOLINX
JKEJIYIOUYKOBBIX apUTMHIU KOJeOJeTcsI B IIpemesiax
3—5% B roa. C BO3pacToM 4acTOTa CUHKOIIE YMEHb-
maetcs, 3a00jieBaHKe MIpHOOpeTaeT MeHee 3JI0Kave-
cTBeHHOe TeueHue. [1poaoKuTeIbHOCTh OTEPH CO-
3HAHUS COCTaBJISIET NMPUOIU3UTENBHO 1—2 MUH, HO B
OTHEJIBHBIX CJIydassX MOXeT ObIThb Oojbuie. Y 50%
OOJIBHBIX C CUHKOMAJIBLHOUN (hOPMOIA IMIPUCTYIT COIIPO-
BOXIAETCsI CyIOpOraMu ¢ HeIIPOU3BOJIbHBIM MOYEHC-
nyckaHueM, pexe aedexkauueir. Hamuuue cymsopor
CIYKAT KPUTEPUEM TSKeCTH cuHKome. Yacrora m
MIPOIOJIKUTEIbHOCTh CUHKOTIIE SIBJISTIOTCSI KPUTEPHUS -
MU TSXKECTU 3a00JieBaHUsI, OTHAKO O0palliaeT Ha ceos
BHMMaHUe TOT HaKT, YTO CMEPTh MOXKET HACTYIMUTh BO
BpeMsI TIEPBOTO CTydas ITIOTepU CO3HAHUS. DTO TUKTY-
€T He0OXOIMMOCTD OMpee/IeHUs CTeTIEHU pUCcKa BHe-
3aITHOM CMEpPTU KaK IIPW HAJIWIUKU CHHKOITAJIBHOM,
TaK ¥ 0€CCMHKOMAaIbHOI (POpMBI CUHIpPOMA.

IlepBruHO cuHKOTMAajbHAs ¢opMa BCTpedaeTcs y
35—40% GonbHbIX. BonpinHcTBO MaiueHToB (60%
cllydyaeB) UMeIOT yaauHeHue nHtepBaia Q—7 Ha OKT
B OTCYTCTBHE MPUCTYIIOB MOTEPU CO3HAHUS, XOTSI CO
BpeMEHEM HEKOTOpbie OOJbHBbIE ¢ M3HAYaJlbHO Oec-
CHHKOITAIbHOU (popMOii 3a00J1eBaHNST HAUMHAIOT Te-
PSITh CO3HAHUE.

OnHAKO CEKTP KIMHUICCKUX ITPOSIBICHUI CUH-
IpoMa 3HAYUTEJbHO IIMpPE, YeM Mpearnoaraioch
paHee.
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B HacTosimiee BpeMsi BBIICISIOT HECKOJIbKO KJTH-
HUYECKUX BAPUAHTOB TEUECHUS 3200JIEBAHMS: CUHKOTIE
U yIuiiHeHue uHtepBaga Q— T; U30JUpOBAHHOE YU -
HeHue Q—7T;, CMHKOINE TIpU OTCYTCTBUU YIJTUHEHUS
O—T; ckpnbiTast hbopMa 3aboneBanus. [locneqHuit Ba-
pPUAHT yKa3bIBAET HA OTCYTCTBUE OYEBUIHBIX BAXKHBIX
(beHOTUTIMUECKUX MTPOSIBICHUI 3a001€BaHUS U TP -
roJjiaraeT HaJu4ue HecTabUIbHOTO MHOKapaa [6].

Tonbko KoMmIieKcHas olieHKa (paKTOpOB pUCKa y
BCEX WICHOB MTOPAXKEHHON CeMbH TMO3BOJISIET C BBICO-
KO CTEeTIeHbIO BEPOSITHOCTU AMATHOCTUPOBATH CKPbI-
TO TIpOTeKalollee 3a00eBaHIe.

KnuHnka cuHKOMaabHBIX COCTOSIHUI, TTPOTEKalO-
KX C CYJTOPOXHBIM KOMITOHEHTOM, CXOJHAsI C BIU-
JIETITUYECKUM TPUTIAAKOM, 3aTpyaHsieT auddepeH-
UaJbHBIA aUarHo3. MexXmay BSnuaenTUYeCKUM |
APUTMOTEHHBIM TMAapOKCU3MaMM, OJHAKO, WMEIOTCS
otinyusi. OCHOBHBIM OTJIMYUTEJbHBIM TMPU3HAKOM
cuMTaeTCs OBICTPOE BOCCTAHOBJIEHUE CO3HAHWSI, XO-
polleil NpOCTPaHCTBEHHO-BPEMEHHOU OpUEHTALIUU
Tocjie OKOHYaHUS TIPUCTYTIA. B MeXTIpUCTYITHBI Tie-
pPUO/I OCHOBHBIMU Xaji00aMU OOJIbHBIX SIBJISIIOTCS TO-
JIOBOKPYXEHUE, TOJIOBHASI 00Jib, OLIYLIEHUE CEpLie-
OueHwust, 60U B 00J1aCTU cepjlia, HapyllIeHUe CHa.

Y 4vactu GONbHBIX C OECCHMHKOMAIbHOU (opMoii
CHUHIpOMA BO BpeMsl (pU3MUecKOoro Ui dMOLIMOHATb-
HOTO HaIpsDKEHMST BOZHUKAIOT BHe3aImHast cl1aboCTh,
MOTEMHEHUE B IJ1a3aX, cepaleonueHme, KOTopbie pac-
LIEHWBAIOTCS KaK MPEICUHKOMAIbHBIE COCTOSTHUSI.

IMpu ananuse HakTopoB, MTPOBOIMPYIOIINX CUH-
KoTIe, ObLJIO YCTAHOBJEHO, YTO Y 38% OOJBHBIX MpU-
CTYIT PETMCTPUPOBAJICS Ha (DOHE CUIBLHOTO dMOIMO-
HaJlbHOTO BO30yXIneHus, B 48% ciaydaeB ero
MpoBoLIMpoBaia husndeckas Harpyska, B 22% — ruia-
BaHue, y 16% OOJbHBIX OH IPOMCXOIMJI BO BpeMs
MPpOOYXKIEHUsI OT HOYHOTO CHA, B 5% ciydaeB — ObLI
peaxkuueil Ha 3ByKOBOI pa3ipaxkuTesb. Takum obpa-
30M, (u3ndeckass aKTUBHOCTb M B3MOIIMOHAIbHOE
BO30YXIEHUE SBISIIOTCS MPOBOLIMPYIONTUMU apUTMO-
reHHbIMU (akTopamu ripu CYU O—T.

XAPAKTEPHOE COOTHOIIEHUE MEKIY
TEHOTHUIIOM U ®EHOTUIIOM

Muoroo6pasue ¢peHorunoB CYU Q—T obyciaoB-
JICHO JIeXalllelf B er0 OCHOBE TeHETUUYCCKOI IeTepo-
TeHHOCThIO [19].

Ieneruueckas rereporeHHocts CYU Q—T ompe-
JeNIsieT BapuaOeIbHOCTh (PeHOTHUINA. YCTaHOBJIEHBI
npoBoLupytolre GakTopbl U crietupuyeckue DKI'-
TMaTTePHBI IJIs pa3IMYHBIX BApUAHTOB CHHIPOMA.

VY GonbHBIX ¢ HanboJiee pPacpOCTPAaHEHHBIM TeHe-
TYeckuM BapuaHToM — LO—T1 dusndeckas Harpys3ka
M CUJIbHOE 3MOIIMOHATbHOE BO30YXKICHUE SIBIISIIOTCS
OCHOBHBIMU TIpMUYMHAMU Pa3BUTHUS apUTMOTCHHBIX
cuHkore. [IpoBoLupyomnM (HakTOpoM MOXKET ObITb
Oer, MCITyT, THEB, pa3npaxeHne U TpeBora. MiHTepecHo,

YTO IUIaBaHUE OKa3bIBa€TCS TE€HOCTELU(PUUESCKUM
APUTMOTEHHBIM TPUITEPOM, CBSI3aHHBIM ITOUTH BCeraa
¢ LO-T1 [9,16]. 3a HeOOMBIIUM HCKIIOYEHHEM, BCE
6onbHBIE ¢ CYU Q—T ¢ KMMHNYECKMMH TTPOSIBIICHUSMU
U BHE3aIHBIM CJIy4aeM CMEPTU B CEMbE UMEIOT MyTalluU
BreHe KCNQI [9]. Myraumu B KCNQ1 BbI3BIBarOT Ha-
pymeHue IKs-kaHaia, KOTOpbIii OTBeYaeT 3a CUMIaTH-
YeCKYI0 MHHEPBAIIUIO Ceplla M amcKBaTHYIO IIPOIOJI-
JKUTEIbHOCTb MOTEHLIMAJA ASMCTBUS 110 OTHOIIIEHUIO K
YaCTOTE CepACYHBIX COKPAIIEHUIA, TO3TOMY B HOPME pe-
TUCTpUpYyeTcs yKopoueHue nHtepBaia O—7 B OTBET Ha
MOBbIlIeHUEe cepaeuHoro putMa. Ipu nmaronoruu Q—7¢
aKTUBHO YIJIMHSICTCS BO BpeMs (bU3UIeCKOI Harpy3Ku,
BO3HUKAET paHHsIS MOCTOEMONSIpU3alusi, KOTopasi co-
MIpsCKEHA ¢ Pa3BUTHEM XKETyI0YKOBOM TAXUKAPIUM. Xa-
PaKTepHBIMUA U3MEHEHUSIMU Ha 3JIEKTPOKaparorpaMmme
pu LO—T'1 SBASI0TCS yBeTMUSHUE TIPOIOJKATSIIBHOC-
™ uHTepBajga O—7T u Mmopdosorus 3youa 7' B BUAE T0-
JIOTOM BOJHEI |3, 4].

Peskuii 3BykK0OBOIi paznpaxkuTtesb, TaKOW Kak 3BO-
HOK TeiedoHa WM 3BOHOK OYIWJIbHHUKA, SIBIISICTCS
TUIMMYHBIM Tpurrepom nipu LO— T2, KOTopkIii compsi-
xeH ¢ mytauueit rena KCNH?2 [22]. B nepuoa HoBo-
POXIEHHOCTH PMCK BHE3aITHON CMEpPTH OTMEYaeTcCs
qarre npu LO—T72 (16%), yem nipu LO—T1 (MmeHee
1%) [13, 15]. B 15% cay4aeB cepaedyHble IIPUCTYIIbI,
cBs3aHHble ¢ LO—T2, BO3HUKAIOT BO BPEMSI COCTOSI-
HUS OKOST MU cHA. Y manueHToB ¢ LO— T2 OBl BBI-
SIBJIEH XapaKTEpHBI sjeKTpoKapAauorpabudecKuii
NaTTepH: pacllelJeHHbI Wi OBYropOblii 3ydeu 7' B
JIEBBIX MTpeKapAuaIbHbIX OTBeICHUSIX [4].

BrIcokmii prCK TOTepH CO3HAHUS, BHE3aITHON
CMEpTHU BO BpeMsI CHa WJIM B COCTOSIHMU IOKOSI XapakK-
TepeH i OOJBbHBIX ¢ MyTauusiMu B reHe SCNSA, kKo-
IUPYIOIIeM HaTpUeBbIN KaHau [5, 19, 24], uTo cBoiiCT-
BeHHO mig LO—73. B pesyiabraTe Takux MyTaldid
HapyIraeTcsl THAKTUBAIIMS HaTPHUEBOTro KaHaja u (op-
MUPYETCS MEPCUCTUPYIOLIUI TTO3IHUI HATPUEBBIN MO-
TOK, OTCYTCTBYIOLIMI B HOpMe. [1ocTOSIHHBIN MPUTOK
HaTpUs B KJIIETKH IIPUBOANT K HETIOJTHOM PEoJIIpr3a-
I MEMOpPaHBI, €€ TUIIEPBO30YINMOCTH, YBETUNICHUTO
MPOJOKUTENLHOCTH TIOTeHIIMAaIa AekicTBuUs [3].

Jlexxammit B OCHOBE CHMHIpPOMA T€HOTHII OIIpee-
JIsIeT KJIWMHUYECKMe TIposiBlIeHus 3abojeBaHus [13].
Cembu ¢ BapuaHTamMu TeuyeHus cuHapoma LO—T1 u
LO—T2 cocraBingior npubnusurenbHo 60—70%, u
PHMCK BO3HUKHOBEHUSI CepIACYHBIX MPUCTYIIOB y HMX
BhIlIE, 4YeM y OosbHBIX ¢ LO—T3. OgHako JeTalib-
HOCTb OT 3JI0KQYECTBEHHOW apUTMUU OKa3bIBAETCS
camoii Beicokoit mpu LO—T3.

MOJIEKYJIAPHOE TEHETUYECKOE
TECTUPOBAHUE

Juarnoctuka CYU Q—T B HacTosIIee BpeMsT 0C-
TaeTcsl CJA0XKHON MpPoOJIeMOii, TTOCKOIbKY BO3MOXKHBI
pa3auyHble BapuaHThl TeUYeHUsl 3a00JIeBaHMSI, B TOM
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qUCcIie TIPaKTUIECKN 0€CCUMIITOMHOE TeUeHHUE, ¢ MU-
HUMAJbHBIMU 3JIEKTPOKapAMOrpapuueCKUMU TIPOSIB-
JICHUSIMU, TIPY KOTOPOM OCTaeTCs BEICOKUIA PUCK pa3-
BUTHS XKN3HEYTPOKAIOIINX apuTMuii. Mcrioas3oBaHme
COBPEMEHHBIX MOJIEKYJISIPHO-IUarHOCTUYECKUX TeX-
HoOJIoruii 103BOoJIsIeT OoJsiee 3(hp(PEKTUBHO OLIEHUBATH
puck BCC u pa3pabatbiBaTh MOAXOALI K COBPEMEHHO-
MY JICUCHHIO.

Pe3ynbraThl MccienoBaHU, MOCBSIIIEHHBIX KaHa-
JIOTaTusIM, ObUIU BIIEpBbIE OMyOJrKOBaHbI B 1995 T. B
0030pe 0 BPOXIEHHOM CHMHIPOME YITMHEHHOTO WH-
tepBana Q— T, moArotoBieHHOM Jaboparopueii Keat,
Ha crpanuuax xypHaua «Cell». ABTOpHI OTMeEYasu,
yto CYUN Q—T — reHeTnyecku IeTepMUHUPOBAHHOE
3a0o0yieBaHUE, OOYC/IOBJIIEHHOE MyTallUsSIMM B TI'eHax,
KOIMPYIOIIMX TpaHCMeMOpaHHbIe 0eJTK1M MOH-CeJIeK-
TUBHBIX KaHaJoB [18, 22]. DTU ocHoOBoMoIaraioume
OTKpPBITUS Mo3BoaMAU BHeapuTh JIHK-guarHoctuky
B KIIMHWYECKYIO MpakTuky [5]. B aBrycre 2004 . 6611
copMyaUpOBaH MPOTOKOJ TECTUPYIOLIUX HCCIEn0-
BaHWI MyTallMii B reHax, oTBeTCTBeHHbIXx 3a CYU
O—T, KOTOpBHIi1 BKJIIOYAJI TeHETUYECKIE TeCThl TEHOB,
accouuupoBaHHbix ¢ LQO-—TI1, LQO-T2, LQO-T3,
LO—-T5u LO-T6.

CymiecTBOBaHME Pa3IMIHBIX TCHETUUECKIX Bapy-
antoB CYU Q—T ompenenseT HEKOTOpPbIe aCTEKThI
BapuabeIbHOCTU (peHoTUMna. PUCK pa3BUTUSI CUHKO-
MTAJIBHBIX COCTOSTHUI TOCTOBEPHO BBHIIIIE Y OOJIBHBIX C
LO—T1 n LQ—T2, yem ¢ LO—T3. OnHako BeposT-
HOCTb BHE3aITHOM CMEPTH TIPU TIEPBOM CJTy4dae IoTepu
CO3HaHUY BhIIE y 00abHBIX ¢ LO—T3. YcTtaHoBIEHA
CBSI3b HEKOTOPBIX TPUITEPHBIX (PAKTOPOB C TCHETUYC-
ckumu Bapuantamu LO—TS. Hanpumep, y O0JbHBIX €
LO—T1 cuHkonajabHbIe COCTOSHUS 4Yallle CBSI3aHbI C
(usmyeckoit Harpy3koii [8]. DTo MOXeET OBITH 00yC-
JioBiieHO TeM, uto IKs perynupyercss HopaapeHaau-
HOM U SIBJISIETCSI KJIIOUEBBIM (PaKTOpPOM B KOHTpPOJIE 3a
TPOJIOJKUTELHOCTBIO TIOTEHIIMANIa AEMCTBHUS B YCIIO-
BUSIX MMOBBILLIEHHON CUMIIATUYECKOM peryasiuuu [5].

MoeKkyasIpHO-TeHeTHYeCKOe MCCIIeOBaHNE T103-
BOJIICT MOATBEPINUTh AUATHO3, YCTAHOBJICHHBIN KIIH-
HUYECKH, a TakXke ONpeneuTh INMPOrHo3 3adoJieBa-
HUSI, TIPOBECTH KOPpeKIIno Tepanmuu. McciaemoBanme
Ba)KHO MPOBOAMTH Y POACTBEHHUKOB MpobaHaa ¢ bec-
CUMIITOMHBIM TeueHMeM. OrmpenesieHa BaXXHOCTh
MPOBEICHNUS MpeHaTaIbHON TUAaTHOCTUKU B CEMbSIX C
MOJIEKYJIIPHO-TEHETUYECKU TTOATBEPKACHHBIM 3200~
JieBaHUEM. BBIsSIBIeHME U aHalIM3 MyTalldili B reHax,
oTBeTCTBeHHBIX 32 CYU Q—T, 1Mo3BojsIET OCyLIECT-
BUTb PAHHIOK JTOCUMITOMATUYECKYIO JTUATrHOCTUKY
JMAHHOTO 3a00JIeBaHUsI.

N3ydyeHune Bompoca HaciaeACTBEHHOCTU, T€HETH-
yeckoro tunupoBaHuss CYU Q—T ssnsercs KpaiiHe
aKTyaJIbHBIM, TTOCKOJIbKY Ha CeTONHSIITHUI IeHb I10-
SIBJISIETCSI BCe OOJIbIlIe JaHHBIX O POJM HACIEACTBEH-
HOCTH B Pa3BUTHM HapYLICHU TIPOBOAUMOCTH Cep-

I1a, BeIyTcsI ITOUCKY HOBBIX MyTanuii. CBOeBpeMEHHO
¥ TIPAaBWJIBHO TTOCTaBJICHHBIN IWarHO3 C OIpeae/IeHN -
eM BapHMaHTa CUHApOMa YIIMHEHHOTO WHTEpBasa
O—T mo3BosieT OOOUTHCS UIMTEIBHON pPEMUCCHUU,
CHU3UTH PUCK Pa3BUTHSI BHE3AITHON CepaeyHOI cMep-
. OmMUOKA OTUATHOCTMKM, STHUOJIOTUU CUHKOIIAIhb-
HBIX COCTOSIHMI MOTYT MOBJIeUb 32 COOO0I HempaBUJIb-
HYIO TEpaIuio U Pa3BUTHE TSLKEIBIX OCTOXKHEHUIA.
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APUTMOTI'EHHAA TUCIIIASUA /KAPITNOMUOIIATHUA

ITPABOTI'O JKEJIYJOYKA

JI. A. Boxepua®, 0. JI. boxepus, A. I1I. Temupbysamosa

Hay4HbIlh LEHTP cepaedyHo-cocyamcTom xmpyprun um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

ApUTMOTEeHHAsI OMCIUIa3Wsl IIPABOTO KEJTyoodKa
(AOITXK), nim apuTMOTreHHasl IpaBOXKeIyJI0uKoBast
KapIMOMUOTIATUsI, — 3TO TMATOJOTUsST HESICHOW 3THO-
JIOTUH, XapaKTepU3YIOIIasics BOSHUKHOBEHUEM XKEJTy-
JIOYKOBBIX apUTMUI Pa3JIMYHON CTETIECHW TSXKECTH,
BKIIovas (ubpwuisuuio xeaygoukoB (DXK), u
CTPYKTYPHBIMM HM3MEHEHUSIMU ITIPABOTO KETyIovKa
[37, 54]. TepMuH «apUTMOTeHHAS TUCIUIA3MS TIPABOTO
>KeJlymouka» OblL1 BriepBblie npemioxeH G. Fontaine B
1977 1. [23]. B 1982 1. E 1. Marcus nipetoKuiI TepMu-
HBbI «apPUTMOT€HHas MPaBOXKETyI0UYKOBask KapAUOMHUO-
TaTus» WIN «apUTMOTeHHAas 00JIe3Hb IIPaBOTO KEJTy-
nouka» [38]. PacmpoctpanenHocts AIITXK Moxer
BappuMpoBaTh B mpenaenax oT | ciayyas Ha 1000 mo
1 cnyuas Ha 5000 HaceneHusi. BoigeaeHbl OTaeIbHBIE
PETMOHBI, T/Ie €€ PaCIPOCTPAHEHHOCTh BhIIIIE, HATIPU -
mep Ipeuns (0. Hakcoc) u Utanus (Beneuus:). B 80%
cayyaeB AJIIT2K BbigBasieTcss B Bo3pacTe 10
40 ner, yame y myxx4uuH (4:1). ITo manaeim G. Thiene
u coaBT. [54], y 20 u3 60 ymepIInx BHE3aITHO B BO3pa-
cTe 10 35 JIeT BBISIBIIEHBI TUCTOJIOTMICCKIE TPU3HAKK
ANITTK. Br1o 3abojeBaHre XapaKTepU3yeTCsl BBICO-
KNM PHCKOM pPa3BUTHS BHE3aITHOM CepACIHON cMep-
™ (BCC). D. Corrado u coaBT. CUMTalOT apUTMOTEH-
Hyoo auciiasuto npuynHoir BCC y 26% neteii u
noApocTKOB A0 20 JIeT, yMepIIuX OT CepaeuHO-COoCy-
nucThix 3a0oneBanuii [15]. E. Larsson u coaBT. mpo-

aHAJM3UPOBAJM OaHHBIE ayTONCUM 16 BHE3alHO
YMEPIIUX MOJOABIX criopTcMeHoB, A/ITT2K Oblna nua-
THOCTHMPOBaAHA y KaXJ10ro 4YeTBepToro u3 Hux [31].

KIMHUYECKHUE ITPOABJIEHUA

[lo xIMHWYECKOW KapTHUHE BBIACISIOT YEThIpe
dopmbl Teuenuss AITTXK:

— cKphrITas ¢popMa, ripu Kotopoit BCC Bcitenctue
®XK sIBIIsIeTCST IEPBBIM TTPOSIBIICHEM 3a00JIEBaHNS

— apuT™MHIecKast hopMa, XapaKTepU3YIOLIasiCs Ha-
JIMYMEM XKEJTyTOUYKOBBIX TaXUapUTMUM — KeTyI0YKO-
Boii aKkctpacuctonuu (KIC), kxenymoukoBOM Taxu-
kapauu (XKT) — ¢ koHburypauueit Komriekca QRS
no Tumy OJioKaabl JIEeBOM HOXKM Tydka Iuca, moa-
TBEPKICHHBIX TOKYMEHTAJIbHO;

— (opma, npogBisoIIasICI KIMHUKON cpeaHei
CTEIeHU TSKECTH, TaKOM KaK MPUCTYIIBI cepalieoue-
HUi1, 6oseli B 00JacTu cepaua;

— IIPaBOXEIYyIOYKOBasl cepaedHass HeIO0CTaTOd-
HOCTh C HAJIMIMEM WJIA OTCYTCTBHEM apuUTMHUit [36].

Knuanyeckre mpu3HaKd apUTMOTEHHOI IMCILIA-
31U TIPABOTO XXeayJA0uKa OObIYHO MOSIBJISIOTCS B MO/ -
POCTKOBOM WJIM IOHOIIIECKOM Bo3pacTe. TUITMYHEI Ka-
JIOOBI Ha TOJIOBOKPYXXEHME, MPECUHKOIaJIbHbIE U
CHHKOITAJIbHBIE COCTOSIHMSI, y4allleHHOE cepaieoume-
HuUe, repedbou B paboTe cepala, MOBBILIEHHYIO YyTOM-
asiemoctb. AJITT2K mposiBisieTcsl BO3HUKHOBEHUEM

* Anpec st riepenucku: e-mail: leoan@online.ru
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KEJTyAOYKOBBIX apuTMuil (2KA), KOTOpble UCXOIIT U3
MPaBOTo XXeaynouka. B cBsi3u ¢ 3TUM ManueHTsl MOTYT
MPEIbSIBISATh XKaJTOObl Ha yYallleHHOE CepalleOueHue.
Ho nnorna 3aboneBaHue mporekaeT 0eCCUMIITOMHO U
BBISIBJISIETCSI TOJIBKO C MOMOIIIBIO 3JIEKTPpOKapaAuorpa-
dun (BDKT). I[IpecuHKOMaNIbHOE COCTOSTHUE WU 00-
MOPOKM MOTYT BO3HMKATh W3-3a KPaTKOBPEMEHHOW
WA YCTOMYMBOM XeJyqouyKoBou Taxukapauu. [lpu-
yuHoit BCC cayxut KT, koTopast repexoaut B ¢pud-
pwsiiuio xenynoukoB. BCC mpu ALK npumepHo
B 3—10% ciydyaeB BO3HUKAET Yy JIMIL B BO3pacTe 0
65 set. OHa MOXET CTaTh MEPBbIM U €AMHCTBEHHBIM
MPOSIBIICHNEM 3TOTO 3a0oJieBaHud [44, 54].

TUATHOCTUKA

W. J. McKenna u coaBT. mpenioXwiu JUarHoCcTr-
YeCKHe KPUTSPUU apUTMOTCHHOM AMCIUIA3UM IIPABOTO
JKeJyoouyKa, CpeAu KOTOPBIX BBIAEISIOT OOJbIIME U
mautele Kpurepun. O Hammuun ALK cBumeTecTBY-
€T BbISIBJIEHUE 2 OOJbIIUX KpUTepUeB; 1 OOJbIIOTO U
2 MaJbIX KpuTepueB win 4 Majbix Kputepues [39].

Bosbime nMarHOCTUYECKUE KPUTEPUU:

— BBIpaXkKeHHas OWJIaTalyvs U CHIDKeHUE (hpaKIny
BBIOpOCA TIPaBOTO XKeJIyaouyka IPU OTCYTCTBUM WU
MWHUMaJIbHOM BOBJICUEHUU JIEBOTO XeJTyI04Ka;

— oyaroBasl aHeBpH3Ma IIPaBOTO XKETyI0UKa;

— BBIpaK€HHasI CETMEHTapHasl AWIaTalusl IIpaBoro
JKeJTyIouKa;

— (pubposUnIOMaTO3HOE 3aMElIEHUE MUOKap/a o
JTAHHBIM SHIOMUOKApINAIbHOI OMOIICHUN;

— BIICWJIOH-BOJIHA WJIM OIpaHMYEHHOE pacIlIupe-
HHe KomImiekca QRS B MpaBBIX TPYIHBIX OTBEICHUSX
(cBoimie 110 mc);

— CeMelHBbIN XapakTep 3a0oJieBaHUS, MOATBEPXK-
JNEHHBII TaHHBIMU ayTOTICUU WJIU TIPU XUPYPTUIECKOM
BMeEIIIaTETbCTBE.

Marbie TMarHOCTUIECKIE KPUTCPUU:

— yMepeHHasl cerMeHTapHasl JWiaTalusi 1paBoro
JKeJTyIouKa;

— yMepeHHas AujiaTalus IMpaBoOro XKeJIyJouyka
1/ CHIUKEHME ero (ppakIIuy BRIOpOCa ITPY MHTAKT-
HOM JIEBOM KEJTYI0UKE;

— perroHapHas TUITOKIMHE3Ms IIPABOTO XeJTyI0UKa;

— MHBEPTUPOBAHHBIN 3y0ell T B MpaBbIX TPYIHBIX
OTBEACHUSIX TIPA OTCYTCTBUM OJIOKAIBI ITPABOM HOXKH
nyyka [vca y nuig crapiie 12 ner;

— MO3IHUE TTOTEHIIUAIBI XKEJTYI0YKOB;

— XenynoukoBast Taxukapaus ¢ DKI-nmpuszHakamu
OJIOKaIIbI JIEBOM HOXKM ITyuKa [iica;

— YacThIe XeTyT0YKOBBIC 3KCTPACUCTOJIHI (00Iee
1000/cyT);

— HaJIMYME B CEMEITHOM aHaMHe3¢ CITyJaeB IPeXK-
nespeMeHHoit BCC.

Hnst nuarnoctuku ALK ucrons3yloT nHBa3uB-
Hble 1 HEMHBa3UBHbIC METOAbI UccienoBaHus. K He-
WHBAa3WBHBIM METOHAM OTHOCSATCS 3JIEKTPOKApINO-

rpacdusi, DKI' BbICOKOTrO papenieHusi, X0JTEPOBCKOE
mouuTopupoBanne DKI, sxokapauorpadust u mar-
HUTHO-pe3oHaHCcHas1 Tomorpadus (MPT), k uHBa-
3UBHBIM — pagnou3oTornHas anrnorpadusa 12K, ono-
MCUsl SHAOMMOKApAA, dJIEKTPOoDU3NO0I0rnyecKoe
nccienoBanue (DPU), KoTopoe IMPOBOIUTCS C LEJIBIO
0osee TouHoro auarHoctupoBaHus ATTXK.

IXOKAPINOTIPAONYECKHUE ITP3HAKI

HanbGonee BaxXHBIMU 3X0KapaumorpaduiecKuMu
mapaMeTpaMu ISl BBISIBICHUS TTaTOJOTUM SIBJISIIOTCS:
KOHEUHBII JUACTOINICCKIIA 1 KOHEUHBIN CHUCTOJTYE-
ckuii pasmepsl (KIP u KCP) ITXK, a Takxke cOOTHO-
IIEHKEe pa3MepOB ITPABOTO U JIEBOTO KerynoukoB. Co-
otHomeHne KJIIP 6omee 0,5 mma ITXK/JIK umeer
YYBCTBUTEIBLHOCTE 86%, crienmpuaHocTh 93% u mo-
JIOKXHUTEIBHYIO JTUAaTHOCTUYECKYIO 3HAYMMOCTH IS
BoisaBiaenus AITTK 86%.

R. Scognamiglio u coaBt. [47] uccnemoBaiu BO3-
MOXHOCTb 3XOKapauorpapuieckoil AMarHOCTUKU
AJITTXK y acumnromubix nauueHToB. 40 (29,4%) us
136 mamueHTOB ¢ ceMeitHbIM aHamHe3oM AJITTK wim
JKEJTYIOUYKOBOM 3SKCTPACUCTOINEH WMENIHN TPpU3HAKU
kapauomuonatuu I12K. ABTopbl HaOIIOIAIN CIIEAYI0-
IIHe 3XoKapauorpadudecKre MpU3HaK: YMEPEHHYIO
nunatauuio 12K, jokaibHOE BBIMSIYMBAHUE U AUCKU-
HE3WI0 HIDKHEe0a3aJbHOM CTEHKW, BBIPaXKEHHBIM MO-
IepaTOPHBIN TSOK, M30JIMPOBAHHYIO MIJIATAIIUIO BbI-
XOJHOTO TpakKTa WIA JIUCKWHE3WIO0 BEpPXYIIKH,
TPabEKYISIPHYIO 1e30pTaHN3aIINIo.

ITo manusiM B. M. CenoBa 1 coaBT. [6], pyTUHHAS
sxokapauorpadus He BoisiBriia AJITTXK. Toapko mocne
YCTAHOBJICHMSI IMarHo3a 0OoJjiee NeTajJbHbIil aHaIu3
TTO3BOJIMJI TIPEATIONOXUTH TATOJIOTUIO TIPABOTO XKeJTy-
nouyka y 4 uz 5 6onbHbIXx. Habmoganoch yBeauueHue
KOHEYHOTO JUACTOIMIECKOTO U KOHEYHOTO CUCTOJIM-
yeckoro pasmepoB [12K, a B 1 ciygae nmpu rpoBeieHUN
aHTHOKapAuorpaduy yIaJoch MOATBEPAUTh HAIMUME
aHEBPU3MBI BEHIBOIHOIO TPaKTa.

OxoKI He mo3BoJsgeT 1aTh aIeKBATHYIO KOJUYECT-
BEHHYIO OLICHKY TJIOOQJIBHBIX pa3MepoB M (PYHKIIUM
IT2K. TpexmepHas OxoKI u TkaHeBasg agomnriep-
Ox0KI' momoraioT mpeomoseTh JUIIh HEKOTOPEIC W3
9TUX orpaHudeHuii [18, 34].

JIEKTPOKAPINOTPAOPMYECKHE
ITPU3HAKH

OKI 'y naunenToB ¢ moarsepxaeHHo AJITTK nme-
€T psii OCOOEHHOCTEM, TTO3BOJISIONIMX TTPEATIONOXKUTh
Hayuure 3Toro 3adoneBanus. OtkinoHeHust Ha DKI 00-
HapyxuBaroTcs y 6osee yeM 90% narmenTos ¢ AJITTK
[16, 41]. ITo nanusiM G. Fontaine u coaBT., JUINTENb-
HoCTb KoMmIuiekca QRS B oTBeaeHun V1, nmpeBbilialo-
mag 110 mc, nmeer gyscTBuTeabHoCTh K AITTK 55%
u crierpuaHocth 100% [21]. CxonHble TaHHBIE I10-
srydeHsbl S. A. Joudo u coasr. [29]. [TponomkuTte bHOCT
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ORS-KOMIUIEKCOB B MPABbIX TPYAHBIX OTBEACHUSX MO-
JKET TIPEBBIIIATh TPOIOLKUTEIBHOCTD KETyTOYKOBBIX
KOMITJIEKCOB B JIEBBIX TPYIHBIX OTBEICHMSX. BaxkHoe
3HAYCHNE UMEET OTHOIIICHHE TTPOIOKUTEILHOCTH QRS
B oTBeneHu V2 K QRS B V4, ellie 00JIbLIYIO AUMarHOCTU-
YECKYIO IICHHOCTh MMEET OTHOIICHNE CYMMBI TIPOIOJI-
xutenbHocT QRS B otBeieHusIx V1 u V3 K cymme npo-
npopkuresibHoct QRS B V4 1 V6 [1].

K anexrpoxkapanorpadpuiyeckum KpUTEpUsIM aua-
rHocTukMu AJITT2K oTHOCUTCS BNICUIIOH-BOJIHA B OTBE-
neHun VI1—V3, orpaxkaromasi 3aMeJIeHHYIO JAeroJis-
pU3alMIo TIPABOTO KEIyIouyKa M IPEACTaBIISIONIAs
c000i1 3a3yopuHy Ha cerMeHTe ST (puc. 1). OHa BBISB-
nsietcst B 30% citydaes [23, 24]. Y TT0710BUHBI OOJIBHBIX
¢ AIIT2K n napoxcusmamu KT BbISIBISIIOT MIHBEPCUIO
T-BOJIHBI B TPYIHBIX OTBeIeHUSX. [10 MHEHHMIO OTHUX
aBTOPOB, PACIIPOCTPAHEHHOCTh MHBEPCUU KOPPEIIH-
poBana co creneHbio yBeauuyeHus [12K [42], onHako
5TO HE TOATBEPXKIACTCS IPYTUMM HCCIICIOBATCIISIMUI
[40]. TTo3aHue XKeJlym04KOBbI€ TTOTEHLIMAJIbBI, OTpaXKa-
[OIe 3aJepPXKaHHYIO SKETYyTOYKOBYIO HCITOJISIpU3a-
o, peructpupytores npu AJJIT2K, mo gaHHBIM pa3-
HbIX aBTOPOB, B 50—91% cnyuaes [27, 45, 55].

BecbMa xapakTepHBI pa3lIMYHBIC 3KTOMMYECKHUE
JKeJTyIOYKOBEIC apUTMUU, BIUIOTh JO CTOMKON KeIy-
JIOYKOBOM TaxXWKapauu, IIPU KOTOPOK KEIyITOYKOBbBIE
KOMIUIEKCHI OOBITHO UMEIOT BUJI OJTOKAIBI JIEBOI HOX-
ku mydka [ica, a aneKkrpuyeckass oChb cepiaia MOXKET
OBITh OTKJIOHEHA KaK BITPaBo, TaK U BJeBO (CM. puc. 1).
ITapokcu3manpHas KEIyIOUYKOBasl TaXWUKapaus B
OOJIBILIMHCTBE CyJYaeB BOZHUKAET B PABOM KETyI0U-
K€ ¥ JIETKO UHAYIUPYETCS TIPU 3IEKTPODU3NOIOTHYC-
CKOM HCC/IeAOBAaHUU. Y TaKUX OOJbHBIX 3a4aCTYIO BbI-
paxkeHa mucnepcus wHTepBajga Q—71 B pa3sTUUHBIX
OTBEJIEHUSIX, a Ha cUTHaN-ycpenHeHHo DKI" odHapy-
KMBAIOTCS TTO3IHNUE KeJTyI0IKOBbIC ITOTEHIINAIEL. Pe-
ke (B 20—25% ciydaeB) OTMEUAIOTCS pa3InyHbIEC Cy-
MPaBEHTPUKYISIPHbIE APUTMUUA — 3KCTPACHCTOJINS,
(pubpmIgLMsa 1 TpereTaHue npeacepanii. XoaTepoB-
CKOE MOHHMTOPHMPOBAaHWE ITOMOTAcT B JMArHOCTHUKE
AMU30/I0B XKEIYTOIKOBOI TaAXUAPUTMUU.

A. D. Krahn u coaBT. cooO1IMIM, 4YTO XapaKTepuc-
tka QRS ipm KT paznmmana y maumeHToB ¢ AITTK u

Puc. 1. Dnexkrpokapauorpamma namueHTta ¢ AJTTK. UH-
Bepcus 3youa 7' B orBeneHussx V1—V5. 3y6en S ymmnHeH
B V1-V3. DricuoH-BosiHa B oTBeAeHU V1 (cTpeska)

nanreHToB ¢ uauonatudyeckoit KT, Bo3MoOXKHO, U3-3a
HapyIIeHUST TTPOBOAMMOCTHU XKEJIyIOYKOB Yepe3 aHo-
MaJIbHbI MuoKapA. B I oTBemeHuu mpomosKuTesb-
HOocTb QRS>120 MC CBUIETENLCTBYET O HAJIMYUU
AJTTX ¢ gyBctBuTembHOCTHIO 100% M crienmuduaHOC-
TbI0 46%, TIpU 3TOM IIOJIOKUTE/IbHASL IIPOTHOCTUYEC-
Kasi LEHHOCTb cocTaBisieT 61%, a oTpuuaTe/bHAs
nporuoctuyeckas teHHoctb 100%.

J.-P. Fauchier u coaBt. [19], aHaIu3upys: BO3MOXK-
HOCTU WCIIOJb30BaHUSI CUTHAI-ycpenqHeHHoi DKI y
6onbHBIX ¢ AIITTZK, mpullIn K clIeayrolIM BbIBOJAAM:
1) curHan-ycpenHeHHass OKI — xopomuii HeMHBa-
3uBHBIA TecT Mg getekuuu AJITT2K (ocobeHHO B city-
yasgx pacnpoCcTpaHEHHBIX (PopM); 2) BEPOSITHOCTDb pe-
TUCTPAlMU TIO3MHUX KEJIYyIOYKOBBIX ITOTCHIIMAIOB
rpu rapokcuaMaabHoit 2K T BeIllle, YeM IpHu HeYCTOM -
YUBOIT; 3) METOI MOXKET OBITh MCIIOJIB30BaH IJIsI 00-
clenoBaHMsl npu ceMeiHbIX Gopmax AJITTXK; 4) oT-
CYTCTBHE TTO3MHUX KEJIYIOYKOBBIX MMOTCHIINAIIOB IIPH
noaTBepxaeHHot AJITTXK ¢ mokyMeHTHpOBaHHOI
croiikoii KT BcTpedaeTcsl peako W CBHIETEIBCTBYET
00 nHoM (He reentry) mexanuszme KT. Kak mpaBuio,
nauueHTsl ¢ AJITTK u cumntomaruynsimu 2KT nme-
0T aHOMAaJIbHYIO CUTHAJI-YCPEIHEHHYIO 3JIEKTPOKap-
nuorpamMmy. OIHAKO €Civ MaToJOTUS JOKaJIU30BaHa,
MMO3THUE XKEJyTOYKOBBIC IMOTCHIIMAIL Y OOJTBHBIX C
AITTXK 1 XenynoYKOBBIMUA apUTMUSIMUA MOTYT HE BbI-
aBiaTbes. [1o manneiv C. Blomstrom-Lundqyvist u co-
aBT. [10], moBTOpHAas perucTpaiys MO3aHUX MOTEHIIU-
ajJIoB 3a mepuon HaOmoaeHus 32,5 Mec He SIBIIsUIach
npenukTopoM Bo3HuUKHOBeHMs1 KT mpu AAITXK. B
HACTOSIIIIee BPeMsI peTUCTPAIIMS ITO3THUX XKeJIyI09IKO-
BBIX MOTEHLIMAJIOB CIYXKUT OJHUM M3 JUAarHOCTUYEC-
kux kputepueB AITTXK, onHako ee 4yBCTBUTEIbHOCTD
U cneuu(UIHOCTb I CKPMHUHIA U BBISIBICHUS
ANITXK ocTaercst HESICHOIA.

PEHTTEHOKOHTPACTHAA
BEHTPUKYJIOI'PA®UA

JIng TOATBEpPXAEHMs] OMarHo3a MCIOJb3YIOT
PEHTT€HOKOHTPACTHYIO BEHTPUKYJIOrpaduio, KOTO-
past oCcTaeTcs «30J0TbIM CTaHAAPTOM» B PaclO3HaBa-
HUU apUTMOTEHHOI KapAUOMMUOIIATUM IIPAaBOro Xe-
nynouka. I1pu 3ToM XapakTepHa auiaTaius IpaBoro
JKeJyJ0uKa B COYETAHUU C CETMEHTApHBIMU Hapyllie-
HUSIMU ero CoKpallleHUsl, BhIIIYMBAHUEM KOHTypa B
00J1aCTU AUCIIIa3UU U YBEeJIMYEHUEM TpadeKyIsIpHO-
cti (puc. 2). DTo OTIMYaeT apUTMOTEHHYIO Kapano-
MUOTIaTUIO TIPABOTO XXEJIyI04YKa OT MPaBOXETYT0YKO-
BOU MMJIATALIMOHHOM KapJIMOMMONATUM U «4YUCTOIO»
MUOKapauTa, IPU KOTOPHIX TMITOKMHE3Us MpaBoro, a
TaKKe JIEBOI'O JKeJIYA0YKOB HOCUT AUPDY3HBIN XapaK-
Tep. AHOMaJIbHasl cokpaTumocTh T1T2K nmpu panuounso-
tonHoii aHrnorpaduu umeet 100% crietiudpuaHOCTh U
MOJIOXXUTEIbHYIO TMarHOCTUYECKYIO0 3HAYMMOCTb JJISI

AJITK.

AHHAJIBI APUTMOJIOM N, Ne 3, 2010
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Puc. 2. Benrpukynorpamma 12K ipu AJITTXK. Busyanu-
3UPYEeTCS NMBEPTUKYJI000pa3Hoe BbIsiuynBaHue [12K
(cTpenka), xapakTepHoe IS JaHHOIO 3a00JIeBaHuUs

MATI'HUTHO-PE3SOHAHCHAA
TOMOTI'PA®UA

ITepBolit onbIT ucniofb3oBanuss MPT B nuarHocTu-
ke AJITTK (1987 ) mpunamiexut G. C. Casolo u co-
aBT. [14]. Onu BrniepBoie onucanu AITTXK B Bune nH-
TPaMUOKAPANAIBHOTO OTJIOXKEHUS KUpa.

MPT cepaua npeactaBisieT coboit Haubosee or-
TUMaJIbHBII METOJ BU3YJIU3AIIMH, TTOCKOJIbKY OHA SIB-

F d

Puc. 3. MP-tomorpammsbl ipu AJITTXK:

JISeTCsI HCWHBA3MBHOM 1 MO3BOJISIET XapaKTEepU30BaTh
TKaHU TyTeM audGepeHIIMPOBaHUs KUPOBBIX OTIO-
>XeHuit oT Muokapaa [11, 51, 52]. DT1ot meTon ob1ana-
eT BBICOKOM TOYHOCTBHIO M IAeT KOJIMYCCTBCHHYIO
OLIEHKY (DYHKIMOHAJIbHBIX MapaMeTpPOB U pa3MepoB
I12K. MPT ¢ BHyTpUBEHHBIM ralOJIMHUEBBIM KOHTpA-
CTUPOBAHUEM ITO3BOJISIET BBIIBUTH (hMOPO3HBIE U3Me-
HeHms B muokapae 12K [50, 53]. K MPT-nipusHakam
AJIITK Takke OTHOCAT: MCTOHYEHME U JMIaTallulio
crenku [1K, nokanbHOE BBITISIYMBAHUE U JTUCKUHE-
3110 HUXHEOa3aJbHOU CTEHKM, BbIPaxK€HHbII MoOje-
pPaTOPHBIN TSK, TUIATAllMIO BEIBOIHOTO TpakTa 12K,
IUCKUHE3UI0 BEPXYIIKU, BBIPAXXEHHYIO TPaOeKyJsIp-
HYI0 Je30praHusaumio (puc. 3, 4).

MP-npusznaku AITT2K MOXXHO yCIOBHO pa3ieilnuThb
Ha ABe rpynmsl: 1) oTpaxatomue Mopdojgornyeckue
aHomanuu; 2) hbyHKIMOHATbHBIC mapamMeTpsl. K mmep-
BbIM OTHOCSIT MHTPaMUOKapAWaJIbHOE OTJOXEHUE
KWpa, JOKAJIbHOE WCTOHYCHHWE CTCHKU, THIIEPTPO-
¢uio TT2K, HapylleHre OpUMEeHTAUMU U XapakTepa Ta-
OexyJ (ruraHtckue Y-oOpa3Hble TAOEKYJIbl, UMEIOIINE
BU TyOOKMX 1uesieil ipu BeHTpukyaorpadpuu 1K),
pacuiupenue BbiBonHoro tpakta I12K. Ko Bropoit
IPYIIIe OTHOCIT HapyIIeHUS KOHTPAKTUJIBHOM CITIO-
COOHOCTHU, aHEeBPU3MATUUYECKUE U3MEHEHUSI, TulaTa-
o IK, mucpynkuuio ITXK [4].

AHoOManuu, OoOHapyXeHHble ¢ Tomolublo MPT,
peaKo OBIBAIOT E€IMHCTBEHHBIMU Yy TAIIMCHTOB C
AJITT2K. Kpome Toro, BaxkHO 3HaTh, UTO HATWUUYUE XKU-

a, 6, 6 — MUKpoaHeBpU3MbI nepeaHeil cteHku [12K, ucToHueHue u pacmmpeHue muokapaa [12K (oTMedeHO cTpeskoii);
2 — paciupeHue BeiBogHoro otaena ITXK (daza nuacTtoinsl); 0 — paciuupeHnue BbiBogHoro otaena XK (¢asa cucrobr), Tak-
K€ BUJEH YYaCTOK XUpa (OTMEUEH CTPesIKOi); e — (pudpo3Hbie uaMeHeHus B muokapae [12K (ykazaHbl cTpenkamu)
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Puc. 4. MP-tomorpammsl nipu AJITTXK: cieBa — ncToH-
yeHue u auaraius muokapaa [12K, cripaBa — pacimpe-
Hue BeIBOmHOro Tpakra 12K

POBbIX OTJIOXKeHUH B Muokapae [12K MmoxeT ObITh HOP-
MO M He IOKHO paccMaTpUBAThCs KaK AUATrHOCTHU-
yeckuii kputepuii npu AITIK. Hemocratkom 3Toro
WCCIIeIOBAaHUS SIBJISIETCS TO, YTO pe3yiabratel M P-maua-
THOCTUKM 3aBUCST OT MPOTOKOJIAa MPOBOAWMOIO HC-
CJIeIOBAHUS, HAINYUS apTedaKTOB, BBI3BAHHBIX Ke-
JIyTOYKOBBIMM 3KCTPACHUCTOJaMM M IbIXaHUEM Iia-
IIMEHTa, a TakKXe OT WHTepHpeTaluuu pe3yJbTaToB.
Kak moxasbiBaer onbiT, MPT sBisieTcsi oCHOBHOI
Npu4YrHON «rurnepauarHoctuku» AJITK [13, 49].
IIpoBeneHHBIC MCCIEIOBAHUS TIO OIIEHKE 3HAYCHUS
MarHUTHO-PE30HAHCHOK ToMorpaduu y OOJbHBIX C
noATBepPXKAeHHOI 110 faHHbBIM ouoricuu AJTTK nmoka-
3aJI4, YTO 3Ta METOAMKA MOXET 3aMEHUTb aHTMOIpa-
(uro 1, BO3MOXKHO, OMOTICHIO B TMaTHOCTHKE 3TOM T1a-
Tojoruu [22].

BHUOIICHUA MUOKAPIIA

IlepBble B HallIel cTpaHe U OJHU U3 TEPBbIX B MU-
pe TUCTOJIOTUYECKME OIMMCAaHUs Pe3yIbTaTOB OMOIICH
muokapaa y namueHtoB ¢ AIITTXK Obuin caenaHbl B
HIICCX um. A. H. bakynesa PAMH miog pykoBoact-
BoM akanemuka PAMH JI. A. bokepusi, KOTOPbIi BbI-
TIOJTHUJI TIEpBBIC OTEpalliy Ha OTKPBITOM CEpIle IT0
MOBOAY CJIOXHBIX KETYAOUYKOBBIX apUTMHUI y BTUX
6ompHBIX. [lpM MCclIemoBaHMM MaTepHalioB HaHHBIX
SHAOMMOKAPAUAIBbHBIX OMONCUI ObLIM OOHApPYKEHbI
SIBJICHUS XMPOBOW WMH(WIBTpALMU, HapYIICHUST He-
MPEePbIBHOCTU MUOKAPIUAJIbHOIO CUHIIMTHUS, T1IaTa-
1S UMCTEPH CapKOIUIa3MaTUYECKOro PETUKYIyMma,
BHYTPUKJIETOUHBIE BKJIIOUEHMST XKUPOBBIX Karlejlb U
aHOMAaJIMM BCTABOYHBIX JUCKOB — CHMXXEHHUE 4yMcia
JIECMOCOM U YBEIMYCHUE MX JUTUHBI, U3MEHEHHUE OKpa-
CKM JECMOCOM, U3BMEHEHUE U YMEHbIIIeHEe KOHTAKTOB
WJIU Xe UX paciuupeHue [J].

Buoricus sBasieTcss BLICOKOYYBCTBUTEIBHBIM Me-
tonoM. buonTar 6epercs 1o cBobogHoM creHke [12K,
Ha y4yacTKe AUMCGhYHKIMU UM UcToOHUYeHus. Kpure-

pUeM TUarHOCTUKM SIBJISIETCSl HaJln4ure yyacTka ¢puo-
po3HOI U XupoBoii TKaHu B ouonTare. [Tpu AJITTK
JIOJIST XKMPOBOI TKaHM cocTaBJsieT 6osee 3%, a hpuod-
posHoit — 40%. [1o nanHbIM A. Angelini u coasrt. [8],
YYBCTBUTEILHOCTh 3TOM METOAMKHU cocTaBisieT 67%,
a crienuduaHocTh — 92%. Buoricust sHIOMUOKapaa
TakKKe MCITOJIb3YeTCsl MPU TMAarHOCTUKE APYTUX 3a00-
JIeBaHUI, TaKMX KaK capKOMWI03 U MUOKAPIUTHI, KO-
Tophie caenyeT nuddepeHuponats ot AJITTXK [48].
OCHOBHBIM HEJIOCTaTKOM 3TOTO METO/a MCCJenoBa-
HUS SIBJISICTCS TO, YTO OH BBITIOJHSIETCS JINIIb B €IH-
HWYHBIX KIMHUKAX MUpa.

IIpn MopdoIOrnIecKoM HCCIIeOBAaHUU TIPaBbIi
KETyIo4YeK YacTo MMeEEeT IMSITHUCTBIA BUA: U3MEHEH-
HBIE YIACTKM MOTYT OBITh OKPYKCHBI 3T0POBBIM MHUO-
KapnoM. Muokap mpaBoro XKejayaouka peayLupyeTcs,
3aMelasch XXUpoBoil U (pubpo3Hol TKaHbo. Ha paH-
HUX CTaausX 3a0o0JieBaHUsI CTEHKM IMPaBBbIX OTIEIOB
cepalia yToJIIaTCs, HO B TabHENIIIEM U3-32 HAKOTI -
JICHUS XKMUPOBOI TKAHU MOTYT IMOSIBIISITHCS YIACTKM M-
JlaTalluy, CTEHKU Ceplilia IPU 3TOM CTaHOBSITCST OoJiee
TOHKMMU. 2KMpOBOEe TepepoXaecHre MHUOKapia pac-
MPOCTPaHSIETCS Yallle OT AMUKAPANAIBHBIX CJI0EB K 9H-
nmokapay. Muokapn rmopaxaeTcsl IpeuMYIIeCTBeHHO B
00J1aCcTH BBIBOIHOTO TPaKTa, BEPXYIIKW U CYyOTPUKYCITH -
TAJTbHOM 30HBI, KOTOPBIE paccMaTpHBAIOTCS B KaUeCT-
BE «TpEeyroJIbHUKa AucIuiazum». I1o Mepe mporpeccu-
poBaHUsA (PUOPO3HO-KMPOBasT AUCTPOPUS TOpazkaeT
TaK:Ke JIEBbIN XKellyaouyek u npeacepaus [33, 38].

Bbinensior yeTbipe OCHOBHBIX MATOT€HETUYECKUX
MeXaHM3Ma: aroNTo3, BocHajeHUe, TUCTPOdUsS MUO-
Kapaa, TeHeTUYeCcKu OOYyCJIOBJIEHHOE aHOMalbHOE
MEXKJICTOUHOE TIPUJIUTIaHKE OCJIKOB U MOTEPs IIpOMe-
JKYTOYHOT'O COeTMHEHMSI.

AITITK — pe3yabrat OgHOTO MJIM HECKOJBbKUX BhI-
HIeTrepevrcAeHHBIX TTpolieccoB. KoOHEYHBIM pe3yibTa-
TOM SIBJISICTCS 3aMEIIIeHIE MIUOKap/ia IIpaBoro, a 3aTeM
U JIEBOTO XKEJyIOUYKOB XUPOBOH M/WiM (puOpo3HOi
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TKaHbIO, SIBJISIOLIEHUCST cyOCTpaTOM ISl XKeJIya0uKo-
BBIX apUTMUH (puc. 5).

BoiaensitoT aBa rMCTOJOTMYECKMX BapyuaHTa apuT-
MOTeHHOI auciuia3un. [lepBeIii BapraHT — JIMITOMAa-
TO3HBII, C IEPBUYHOM NUJIaTallMe IIPUTOYHOTO OTIE-
Jla uan obweit nunatauueit I12K. Bropoit BapuaHT —
(ubdpoIUIIOMaTO3HBIN, TTPU KOTOPOM HaOJII0AAIOTCS
AHEBPU3MBbI CTEHKHU IPABOrO XKeJyaouyka B 00JacTu
HIDXKHE3aJHE CTBOPKM TPEXCTBOPYATOro KJjallaHa,
BEPXYILIKU W/WIW TIpUTOYHOTO TpakTa [12]. [Tpu BTO-
pPOM BapHWaHTE BBISIBISIIOTCS MPU3HAKWA aKTUBHOTO
BOCTIAJIUTEIBHOIO Mpoliecca. Bo3MoXHO, 3TOT Bapu-
aHT CBSI3aH ¢ MH(MEKIIMOHHBIM 1/ UMMYHHBIM TIa-
TOT€HE30M.

SJIEKTPOAHATOMHNYECKOE
KAPTHUPOBAHHE

TpexmepHoe KapTUpoOBaHUE DJEKTPUUECKOIo II0-
TeHUMana ¢ ucrnoib3oBaHueM cucrembl CARTO mo3s-
BOJISIET BBISIBJISITH 30HBI aTpoun MUoKapaa u ¢puodpo3s-
HO-XUPOBOI MHPMIbTpalnu. JlaHHAsT METOIMKA JacT
BO3MOXHOCTb YETKO JTMArHOCTUPOBATh HaJIW4ue, JIO-
KaJIM3allio U CTEIeHb BBIPAXKEHHOCTH ITATOJIOTMYEC-
KX U3MEHEHUII MMOKapaa, NCIIOJIb3Ys B Ka4eCTBE OC-
HOBHOT'O KpUTEpPUS TOIOTpaduio 30H C HU3KAM
TIOTEHIIAJIOM, TO €CTh 2JIEKTPOAHATOMUYECKHE TIPH-
3HaKM pydla. DTOT METOM TakKe MO3BOJISIET 00CIen0-
Bath 30HBI I1K, TpymHOmoctymHble mist DxoKI. Ilo
mHeHuto D. Corrado (2005 r.), otHUM U3 BasKHBIX Mpe-
MMYIIECTB 3JIEKTPOAaHATOMUYECKOTO KapTHUPOBAHUS
SIBJISIETCS] BO3MOXKHOCTD An(depeHINaTbHON JUarHo-
ctuku AIITT2K v naronatuueckoit 2KT 13 BIBOAHOTO
tpakTa [12K. Kpome Toro, ¢ HaamumMem HU3KOAMILIM-
TYAHOI aKTUBHOCTH T10 TaHHBIM 3JICKTPOAHATOMMYEC-

Puc. 5. ®ubpo3HO-KMPOBOI BApUAHT
ANITLX:

a, 6 — Makporipenapar; 8, ¢ — MUKpPO-
dotorpapum (yB. 100, okpacka rema-
TOKCUJIMHOM W 203WHOM)

KOTO KapTHUPOBAaHWS CBsI3aH XYAIINI IMPOTHO3 B TUTaHE
Pa3BUTHS JKU3HEYTPOXKAIOLINX aDUTMUIA, YTO YKa3bIBa-
eT Ha HeobxoauMocTh umiutaHtauuu KB/,

ITHUOJIOTUA

DTHronorus 3a00JIeBaHUS OCTACTCS 1O HACTOSIIIETO
BpeMmeHHU HesicHol. B 1982 1. F. 1. Marcus u coaBT. 00-
paTWJIM BHUMaHWE Ha BO3MOXHBIN CEMEWHBIN Xapak-
tep nucrazuu [38]. A. Nava u coaBt. B 1988 . oociie-
JoBajii 72 4jeHoB 9 ceMeil B ABYX-TPeX MOKOJICHUSIX U
BBICKA3aJIM THUIIOTE3y OO0 ayTOCOMHO-TOMMHAaHTHOM
TUIIE HACJIEIOBAHUS C Pa3IMYHOM CTENEeHbIO MPOSIBIIE-
HUS 1 neHeTpaunu [43]. BnocaencTBuy ObUIN BBISIB-
JIEHbI TeHeTUYEeCKUE HapylleHus B 5 cembsix ¢ AITTK
B xpoMocoMe 14q23-24 [46]. D. Li u coaBr. cuuraior
MPUYMHON MATOJOTMM HapylleHHe B XPOMOCOME
10p12-p14 [32].

C reHeTMYeCcKOoi TOYKHU 3peHUsT KOropTa 00JbHBIX
JIOCTaTOYHO TETEPOTEHHA, BBISIBIIEH TaKXXE ayTOCOM-
HO-PEeLeCCUBHBIN TUMN HacienoBaHus. bonesnr Ha-
KCOcCa — YHUKAaJIbHas1 ayTOCOMHO-peliecCuBHas (popma
AJITT2K, yacTo mpejacTaBieHa B BUJIE 3J10KAYECTBEH-
HBIX KeJYIOYKOBEIX apuTMuii. [1o JaHHBIM CTaTUCTH-
KM B CpeTHEM 3TO 25 mauueHToB U3 12 cemeil, meHeT-
paHTHOCTE — 90%. Y Takux OOJBHBIX MMEETCS
XapaKTepHBIM (DEHOTUIT: JIAZOHHO-CTOITHBIN KepaTo3
Mo TUMY TNeMGUronaa, <«IepcTUCTbie» BoOJIOCH [20,
22]. AHaim3 BBDKMBAEMOCTU TOKasbiBaeT, 4yto 50%
MYX4UH ¢ 3TuM BapuanToMm AJITTXK ymupator B Bo3pa-
cre okoJjio 40 JeT.

WnentudunmpoBaHo 6 reHOB U 9 He3aBUCUMBIX
JIOKYCOB, OTBETCTBEHHBIX 32 PA3BUTUE MTPABOXKETYI0Y-
KOBOM nucIia3un. MyTaHTHBIE Te€HBI, aCCOLIMMPOBAH-
HBIE C IIPaBOXKEIYIOYKOBOM KapIMOMUOIIATUCH, BBI-
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Puc. 6. DiekTpokapauorpaMMa IMalreHTa ¢ WIHoIaTh-
yeckoii KT, xapakTepHOii ISl TAXMKapAUU U3 BBIBOJI-
Horo TpakTa [12K (orpunarenbHbiii QRS B OTBeIEHUSIX
aVL, III)

gaBieHbl B 14 [q23-24] n 17, 12, 18 [q21] xpomocoMmax.
OHM BKJIIOYAIOT ITPOMEXYTOUHbIE (DUIAMEHTHI, Hec-
MOTIJIaKWH, TUTAKOMWIUINH, TUIAKOTJIOOWH, SIIpO —
(bakTOpBI 3aIUTHI MMOKAP/Ia OT BO3AEHCTBUSI MEXaHM -
YeCcKOro cTpecca Ha KJIETOYHOM ypoBHe [7, 9, 17, 25,
28]. TToMHUMO 3TOro IeCMOCOMBI BXOJST B CTPYKTYPY
BCTaBOYHOTO CEPACUYHOTO AMCKA 1 yJaCTBYIOT BO BHY-
TPUKJIETOYHBIX CUTHAJIbHBIX ceTsx. IlposiBieHuem
MAHHBIX MYTAllMi CITy>KAT HapylIeHWe (PYHKIIMU CO-
KpaTUTEJIbHbIX OEJIKOB U UX B3auMoaeiicTBus. TeM He
MeHee OOJIBIIMHCTBO MallMeHTOB He NMMEIOT CEMEiTHO-
ro anamHe3a unn ¢gaxkroB BCC y Gmmkaiiimmx poacT-
BEHHUKOB.

JUPPEPEHITUAJIbHAA TUATHOCTHKA

BaxxHoii 3amaueii sBisiercss nuddepeHIMpoBaHTe
AJITTK n unuonaruueckoii KT, ucxonsiieii U3 BbIBOI -
Horo TpakTa [12K 1 nmeronieit oTHOCUTENbHO OJaro-
MPUATHBINA TTPOTHO3 TIPU OTCYTCTBUM CeMEMHBIX (hopM
¥ XOPOIINX pe3yJIbTaTaXx KaTeTepHOU abjalliny, BechMa
npoobiaemMaTtuuHoit 111 manyeHToB ¢ AITTK. HauGonee
yacras Jokanuzauus uavonatuueckoii 2KT B BbIBOJ-
HOM TpakTe IIPaBOTO M WMHOIAA JICBOTO KEIYyIOYKOB
CBsI3aHa C SIBJIEHUAMU JUcoMOpuroreHesa (puc. 6). Ipy-
TUM BO3MOXHBIM CYyOCTpaTOM (DOPMUPOBAHMS MIUOIIA-
tueckoil KT sBisieTcss HapylleHUe CUMMIaTUYeCcKOn
WHHEPBaIN.

JlnarHo3 MaMONaTUYECKON KETydOYKOBOM Taxu-
KapIuy 13 BEIBOAHOTO TPAaKTa CTABUTCS TTOCIE MCKITIO-
YeHUsT Opyrux Hoszosnormuyeckux dopm. [lo maHHBIM
MPT u 9xoKI BbISIBASIIOTCA HEOObLINE U3MEHEHUS
TIPaBOro XeJIyJIo4yKa, Jallle 110 CBOOOIHOM CTeHKe, 0e3
MIPU3HAKOB XUPOBOM WHOWIBTpALIMU. DHIOKApIU-
aJlbHOe KapTupoBaHue npu uauonatudeckoit KT He
BBISIBJISIET BBIPAKCHHBIX AHOMAJIMA B OTJIMYME OT
AJITT2K, xorma perucTpupyercss HU3KOAMIUIUTYIHAS,
(parMeHTHpOBaHHAsS 3JIEKTPOrpaMMa, CBUIETEIbCT-
ByIOIIasl 0 HaamIuu (puopo3a. Mcronmp3oBaHNe CHUCTe-
Mbl CARTO, obecnieunBaroliieii TpexMepHoe 3JeKTPO-
aHATOMUYECKOe KapTUPOBAaHME, TAaKXKe ITO3BOJISIET
OIpele/UTh MmaToorndeckuii cyocrpat npu AITTXK.
OnHako uHTeprperauus gaHHbix MPT, B ToM yucie u
JKMPOBBIX OTJIOKEHMIA, YaCTO 1aeT JIOXKHOTOJIOKHUTETb-

HBIE Pe3YJIBTAaThl O HAIMYMU CTPYKTYPHBIX aHOMAaJIHA
IT2K, tpaktys ati ciaydan Kak ATTXK. ITo cBogHBIM
ITAHHBIM O pe3yJIbTaTax KaTeTepHOI ablalliy NaroTa-
tnyeckoii KT, BeimmonHeHHoit y 701 GombHOTO, 3(h-
dekTuBHOCTL ee mocturaet 82—100% [4].

JIEYEHUE AJILK

Js nedenust AJATTZK npuMeHsIIoT MeAMKaMeHTO3-
HO€ U XUpypruyeckoe jedyeHue. MearKaMeHTO3HOE
JICUCHNE — 3TO IIPOTUBOAPUTMUYCCKAS TepaTTnsl K13~
Heyrpoxaromux TaxuaputMuii. Cpean cpeacTB Meau-
KaMEHTO3HOM aHTMapUTMHUYECKOI Tepanu Hauoboee
3(deKTUBHBI coTaoa, (pJeKauHUI U amMuogapoH. B
TSDKEJTBIX CIIydasiX TIPU XOPOIeil TIEpeHOCUMOCTH, C
coOMoIeHeM Mep TIPEIOCTOPOXKHOCTH, MOXHO HC-
IMOJIb30BaTh KOMOWHAIIMW TIpernapaToB, HaIpUMeEp
aMMo/IapoHa ¢ B-aapeHobJ0KaTOpaMy MU aMUOJapO-
Ha ¢ (JICKanHKIOM WM IPYTMMHM aHTHAPUTMUYECKH-
mu npenapatamu 1C rpymmel. B mepBoM cirygae yam-
ThIBa€TCS MOJOXUTEIbHOE (hapMaKoIMHAMUYECKOe, a
BO BTOPOM — (hapMaKOKUHETUYECKOE B3aMMOJEHCT-
BHME KOMOMHUPYEMbIX JIEKaPCTBEHHBIX cpeicTB. Dieka-
WHU MOXHO COYETaTh TAKXe C -aApeHO0I0KaTOpaMH.
IIpu HegocTaTouHOM 3 HEKTUBHOCTH, OLIEHUBAEMOM C
WCIIOIb30BAHUEM JTaHHBIX XOJITEPOBCKOTO MOHUTOPU-
poBanusg DKI, mombop aHTMAPUTMMYECKOI Teparuu
11e716CO00Pa3HO MTPOBOIUTH C TIOMOIIIBIO 3EKTPODU3U -
OJIOTMYECKOTO MCCIICIOBAHNS.

JledeHue 3acTOiHON cepaeuHON HEAOCTATOYHOCTHU
IIPOBOMIT OOMIETPUHATBIMU MeTomaMu. OCOOeHHO
3¢bGeKTUBHBI KapBeamioi 1 mHruonTopsl AIT®. ITpu
OpamuKapauy, B TOM YKCIIe M MHAYLIMPOBAaHHOI aHTHU -
APUTMUYECKON Teparimer, peKOMEHIYETCS YCTaHOBKA
3JIEKTPOKAPANOCTUMYJIITOPA.

B ciyuasix pedppakrepHOCTH K Teparvu U TPy BHICO-
KOM PUCKE pa3BUTHS CUHIPOMa BHE3AITHOW CepIeTHOM
CMepTH MpUOETraoT K MHBA3UBHBIM METOIAM JICUCHUS:
UMILUIaHTaUUU KapauoBepTepa-aeuopuuisiTopa WUin
panuouactotHoii abnaunu. [To mHeHuio S. Peter, a6-
JISUMST TIPOBOAUTCS TOJBKO TPHW aHTHOTpadpUIeCKOM
MMOATBEPXKIeHUN (hOKATbHOU AucIuia3un. [1o maHHBIM
R. Macedo, npu nunomaTo3HOil WHGUABTpALIUU
I[2K>6 MM (commacHo pesyjsraTaM MarHMTHO-PE30-
HaHCHOTI'O UCC/Ie0BaHUs) 03 JIOKAIbHOI WU pacipo-
crpaHeHHON auchyHkumu [12K cregyer ocTtopoxHO
MPOBOINUTH UMILIAHTALIMIO KapAuoBepTepa-aeduopu-
JIATOpA M UCTIONBh30BATh JIEKAPCTBEHHBIE TTPeTIapaThl.

HCITIOJIb3OBAHUE UMIIVIAHTHUPYEMbIX
JEOUBPUJIIIATOPOB

Ilon BHe3amHOI cepaeyHOl CMEPThIO MOHUMAIOT
CMepTh, Pa3BUBIIYIOCS MOMEHTAJIbHO, WM CMEPTh,
HaCTYTMBIIYIO B TeUEHME Yaca C MOMEHTa BOBHMKHOBE-
HUST OCTPBIX N3MEHEHUI B KIIMHNTIECKOM CTaTyce Malli-
eHTa [2]. B cTpyKType 00lleil CMepTHOCTM Ha IOJII0
BCC npuxonutcs okono 10%. BuesanHas cepaeuHast
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CMEpPTb, OCHOBHOW IPUYMHON KOTOPOU SBIISIOTCS
JKM3HEYTPOXKAIOIINE JKeTyTOYKOBBIC apUTMHUU, — OTHA
W3 TJIaBHBIX IpobjeM Kapauojornu. ITo pesynbratam
ncciegosannii R. F Gillum u coaBt. [26], yacroTa
BCC B Bo3pacTHoIi Kareropuu ot 35 10 74 et 3a npe-
IeJaMu KIMHUK coctaBisieT 1,91 caygas Ha 1000 Ha-
cesieHUs1 Mmyxckoro mnosa u 0,75 — 0,9 ciayyasa Ha 1000
HaceyeHus xkeHckoro nona. B CIIIA coBokymHoe mc-
cinegoBaHue naet npumepHo 450 000 ciyyae BCC B
TOJI TIPY BEPOSITHOCTHU BbIXKMBaHUsI 0Kosio 20% [35].

B mocnenHue rombl ObUTM TIPUJIOKEHBI OOJIbIITME
yceunus ajist onpeneneHust pucka BCC, a Takke s ori-
TUMM3aLUU aHTHapuTMHUYeckoit Teparmu (AAT). Cpe-
I METOIOB 3JIEKTPOTEPAITUU TaXUAPUTMUIA MMILIaH-
TUPYeMBbIli KapauoBepTep-aedudpmmisgtop (MKJ)
3aHMMaeT Beaylnee Mecto. I1o TaHHBIM JIMTEPaTypHI,
OXBaTBHIBAIOIIM PE3yJIBTaThl WMIUIAHTallMM OoJiee
75 000 xapauoBepTepoB-Ie(UOPUILITOPOB BO BCEM
MUpe, TIOKA3aHO CHIDKEHNE €XKeTOMHON CMEPTHOCTH OT
YIPOXKAIOLIUX KU3HU apUTMUIA 10 YPOBHS 2%, UTO 1103~
BOJISIET COBEPIIEHHO OIPENeIeHHO CAeNIaTh BBIBOI 00
YMEHbBIIIEHUN CMEPTHOCTU, OOYCIOBJIECHHOM apUTMUEI.
OmHaKo BBIBOIBLI O CHIDKEHUM YPOBHS OOIIE CMepT-
HOCTHU OBLIY OBI TIPEXIEBPEMEHHBIMMU.

B coBpeMeHHOI KapaMOJIOTU OCHOBHBEIMHA METO-
namu npodunaktuku BCC aBnsioTcs: MMITIaHTaLs
KapauoBepTepa-aeuopuiIsiTopa, IMpoBeIeHNUe II0-
CTOSTHHOM MeanmKaMeHTO3HoU AAT, BBITTOTHEHHUE pa-
JMMOYACTOTHOM aOJISIIUM C LIEeJIbI0 YCTPaHEHUSI KeTy-
JMIOYKOBBIX HapylieHni putMa. Mctopus mpuMeHeHUS
MKJI B KIMHWYECKOI MpaKTUKe HACUMUThIBaeT HE 00-
nee 30 set, 1 ceromHsT 3(PHEKTUBHOCTh COBPEMEHHBIX
yerpoiict pu @K n KT npubnmkaercs k 100%.

[Ipn orbope MalMEHTOB IJiI MMILIAHTAIIUM Kap-
IuoBepTepa-aeuOpuIIITOpa OPUEHTUPYIOTCS Ha
TIPEIUKTOPHI HEOIArONPUSITHOIO TeUeHUs 3a00JIeBa-
HUSI, HanOoJjiee BasKHBIE M3 KOTOPHIX CBSI3aHbI C AUjIa-
Taluel ¥ CHIDKEHNEeM KOHTPAaKTUIIBHOM CITIOCOOHOCTH
I12K, BoBieueHreM B maTojoruueckuii mpouecc JI2K,
HamuuneM KT u onpeneneHHbix DKI-mapkepos.

ITo nanubiM uccnegosanuss DARVIN Obla npoae-
MoOHcTpupoBaHa addekTuBHOCT MK/ n1s1 mepBuy-
Hoi1 1 BropraHOoi TTpodmmakTiuk BCC y 132 601pHBIX
¢ AAITK. Brino nokasaHo, uyro B 50% ciaydaeB MKJ]
OCYIIECTBIISII Teparuio, TIpUYeM CYIIeCTBEHHBIX pa3-
JIMYUI B apUTMUYECKUX COOBITUSIX U 3MU30[aX BKIIIO-
yennst MKJI B rpymmax mamyueHToB, KOTOPBIM IIPOBO-
JIWaach TepBUYHAS M BTOPUYHAsS MpOodUIaKTUKa, He
6nUT0. TakKe JaHHBIC 3TOTO UCCIICIOBAHMS TTO3BOJIVIIA
BBIICIUTH (DAKTOPHI BHICOKOTO PHCKA PAa3BUTUS KU3-
HEYrpoxXawnx apuTMuii y mauueHtoB ¢ ATTXK.
IIpexne Bcero 3ToO JMIIa MOJIOIOTO BO3pacTa, Iepe-
KUBIINME CEepIACYHBI apecT, MMEIIIMe B aHaMHe3e
AMU30/Ibl reMoauHaMn4YeckKu HectadbuabHou KT [15].

B HLICCX um. A. H. bakynesa PAMH 0b111 mpo-
onepupoBaHbl 39 manmeHToB (15 MyxxuuH, 24 XeHIIm-

HBI) ¢ XeqynoukoBoit aputmueil pu AITTXK. Cpen-
HUT BO3pacT OONBHBLIX cocTaBuia 32+12 jet. AHAIu3
pe3yJbTaTOB XMPYPrUYECKOro U WHTEPBEHIIMOHHOIO
neuennst KT y naumenToB ¢ AJITT2K moka3zain, 4yro a¢-
(hbeKTUBHOCTD MPY BHIMOJHEHUU OTKPBITHIX OMepauii
coctaBuna 70%, a MpU KCIOJIb30BAHUU KATETEPHBIX
MeTonoB — 64%. Tem He MeHee YacToTa PELIMIUBOB
TAaHHBIX HapyIIEHU PUTMa TOBOJBHO BEICOKA B CBSI3U
C TIPOTPECCUPYIONIMM TeueHHeM 3a0ojieBaHUs, B pe-
3yJIbTaTe MOSIBJIEHUS] HOBBIX APUTMOTEHHBIX YYaCTKOB
B mMuokapae IT2K. UmMmmanTauust KapauoBepTrepa-aie-
GubpusIsiTOpa MOKa3aHa MallMEHTaM C MOJUMOpd-
HBIMU 3KETYIOYKOBBIMU HApYIICHUSIMU PUTMA U BBI-
cokuM puckom pasputus BCC [3].

YV OOJBHBIX C YIOPHBIMHU TTOTEHIMANBLHO (PaTajb-
HBIMU XeJTyIOYKOBBIMU apUTMUSIMU, OCOOEHHO B CO-
yetaHuu ¢ guchynkuueit JIK 1 3acroitHolt cepaeuHoi
HEeIOCTaTOYHOCThIO, 3G (HEKTUBHO XUPYyPrudecKoe Jie-
YeHNEe — BEHTPUKYJIOTOMMS, OOCCIIeUMBArOIIasI TIpe-
pbIBaHUE LIMPKYJSIMU MaTOJOTMYECKON BOJIHBI BO3-
oyxnenus B [12K. Cpenu MeTOoOB OIEpaTUBHOTO
BMeIIIaTeIbCTBA CaMbIM 3(P(MEKTUBHBIM SIBJSICTCS
TpaHcruianTauus cepaua [30]. OnHako BBUAY MHOTHX
MMPUYMH OHA TIPOBOIUTCS KpaliHe peaKo U JaHHBIE 10
9TOMY IMOBOY B JINTEPAType BCTPEUYAIOTCSI HEYacTo.

Hapsnay ¢ tem, yro B uzyyenuu AITTXK nocturny-
ThI OTpeae/eHHbIe Pe3ybTaThl, HATU4Yne «OebIX MsI-
TeH» B 3TUOJIOTUM 3TOTO 3a00JIeBaHUS CBUICTEIBCT-
BYeT O HEOOXOOMMOCTM MPOBEAECHUS MajibHeNIunx
HCCJIeIOBaHUM.
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CUHAPOM YIJIMHEHHOT'O HHTEPBAJIA Q-T

N METO/JbI JTEYEHUA
JI. A. boxepusa*, 0. JI. boxepus, M. 3. Mycaesa

Hay4HbIli LEHTP CepLAEYHO-COCYANCTON XNPYPIrnuv UM.
PAMH, Mocksa

JUATHOCTHKA

P. J. Schwartz u coaBT. B 1985 . ObUIM BIIEpPBbHIE
TIPEUIOKEHBI TUATHOCTUUECKNE KPUTSPUN TSI CUHII-
poma ymmmHeHHoro uHTtepsaia (CYUN) O—T. Btu kpu-
TEPUU BKITIOYAJI OCHOBHBIC TPU3HAKNA — YIUIMHEHUE
nHTtepBaia Q—7Tc>440 mc Ha DKI 11oKO0sI, CMHKOITAIb-
HbIE COCTOSIHUS, YIJTMHeHNe nHTepBaia Q— T'y 4JIEeHOB
CEeMBH, a TAKKe JOTIOJHUTEIIBHBIC TIPU3HAKI — BPOXK-
JNIEHHYIO TJIYXOTy, ajibTepHaluio 3youa 7, Opagukap-
IO W HapylIeHWe MPOLIECCOB PEMOJIIpU3alNU MHO-
Kapaa kelymgoukoB. OmHako yBeJMYeHHE OObema
3HaHuit B oosnactu CYU Q—T 1 ero KIMHUYECKUX Ba-
PUaHTOB TEUEHUS MOTPeOOBaIO YTOUYHEHUS IMArHOC-
TUYECKUX KPUTEpHUeEeB. [eTepOreHHOCTh KIMHUYECKIX
MIPOSIBIICHUI 3a00JieBaHUS [eiaeT 3aTpyTHMUTEIbHOMN
HEe TOJBKO €ro TMarHOCTUPOBaHWE, HO U OLIEHKY CTe-
rneHn pucka BHesarmHoi cmeptu [1]. B 1993 r. Oblia
copmynupoBaHa MmoauduiMpoBaHHas mKana [sap-
11a, cofepKalass HOBbIe KPUTSPUH U OAJUTBHYIO CHUCTe-
My OILICHKM, OCHOBaHHYIO Ha IMara3oHe 3HaYeHUd
O—T, KIMHIIECKOM TEYCHUM 3a00JICBaHUS U CeMeii-
HoMm aHamHe3e [10]. JluarHocTuyeckue KpUTepUn Ha-
caenctBeHHOTOo CYU Q— T BKITIOYAIOT KIIMHUKO-3JICK-
TpoKapauorpaduyeckue MmapameTpbl, YUUTHIBAIOIIUE
KJIMHUYECKYI0 BapuadeJbHOCTh 3a00JieBaHUSI, OHU
OLICHMBAIOTCS B Oajuiax, CyMMa KOTOPBIX MOXET ObITh
ot 0 10 9: pe3yabrat MeHee | OaJijia OlLleHMBaeTCsl Kak
nuskas BeposgtHocte CYU Q—T, or 2 no 3 GamuioB —

A. H. BakyneBa (amp. — akagemuk PAMH J1. A. Bokepwus)

cpenHsis u 6ojiee 3,5 6aI0B — BBICOKAsl BEPOSITHOCTh
CYU Q—T upu 100% 10CTOBEPHOCTH.

BaxHo, omHako, uro Kputepum IlIBapiia mpume-
HUMBI TOJIBKO JUTSI AUATHOCTUKN KIIMHUIECKH TIPOSIB-
snsiomierocst CYU Q—T. C noMolLbIo 3TUX KpUTEPUEB
HeNb3s WACHTU(PUIIMPOBATh ITAIIMCHTOB WM WICHOB
CeMbH C JJaTEHTHBIM TeUeHUeM CUHIpoMma. JluarHoc-
THYEeCKNE WCCICIOBAHMS ITOKA3bIBAIOT, YTO 3HAYM-
TelbHas yacTb 00JbHBIX ¢ CYU O—T uMeeT cKpbiTOE
TeueHWe 3a00JIeBaHUs, W IEHETPAHTHOCTh JAHHOTO
BapMaHTa TEUYCHUS OIMpenessieTcsl KaK COOTHOIICHUE
MEXIY MAallEHTOM C KIIMHUTIECKUM (PeHOTHUITOM 1 00-
MMM YMCJIOM YJIEHOB CEMbU HOCHUTEJICH MyTauu
CYU O—T n MoxeT OBITh CHIKeHa 10 25%.

XOTs yacToTa BHE3aITHON CMEPTH Y TAlIMEHTOB CO
cKpbIThIM TeueHueM CYW Q—T HaMHOTo HUXE, YeM Y
MMAIlMeHTOB C KIMHUYCCKUMM IIPOSIBICHUSIMHU CUH]I-
poMa, pYCK HeOIarornpusITHOro CEpASYHOro MpUCTyna
CYIIIECTBYET, B CBSI3HM C YeM HEOOXOIMMO CBOEBPEMEH-
HO 00cyienoBaTh BCeX YWIEHOB ceMbU. TakKuM 00pa3oMm,
o0cemoBaHMe POACTBEHHUKOB IIEPBOI CTEIIEHU TIPO-
6anma ¢ CYU Q—T HeobXxonmuMo, Jaxe eciau YIJIuHe-
Hue Q—T¢c COMHUTENbHO WJIM OOIIMI Oasl Mo LIKaie
HlIBapua Huskuii. IlpoBeneHue MoNEKyJISIpHO-TEHE-
THYECKOTO 00CTICIOBAHUS CeMeil TTIO3BOJIMIIO BBISIBUT,
yto 75% siBnsiorcs HocuTeasiMu myTtaunu reHa CYU
O—T, u pesyavsrathl JIHK-auarHocTuku ciyxat e1uH-
CTBEHHBIM ITMATHOCTUYCCKUM KpUTepHeM 3a0o0jeBa-
Hus [9].

* Anpec 115 iepenucku: e-mail: leoan@online.ru
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CuMnToMaTUYHEIE OOJIBHBIE, KOTOPBIE WMMEIOT
HOpMaJIbHBIe Mn TorpaHndHbie DKI-kpurepun 3a-
6oneBanust (Q—Tc 440—460 Mc), OTHOCATCS K TpyIINe
CO CpemHeil BepOSITHOCTBIO HAIWYMs CHHIpOMA
(ouenka no wkasne [IBapua ot 2 g0 3 6anaoB). B aToit
CHUTyalluM OOJbHBIM HEOOXOIMMO IIPOBECTH HEOTHO-
KpaTHOE 3JIeKTpoKapauorpaduyeckoe ucciaenoBaHue,
TakK Kak 0— 7¢c MOXET U3MEHSITHCS BPpeMsI OT BPEMEHM.
bonee Toro, TiaTesbHOE U3YyYeHHUE CEMEMHOTO aHAM-
Hesa, CIyJaeB BHE3aITHOM CMEPTH, a TaKKe CKPUHIHT
OKI apyrux 4ieHOB ceMbM MOTYT OBITh MH(MOPMATHUB-
HBIMM JIJIs1 TOCTAaHOBKM auarHosa. ITposeneHue npoo
C TO3UPOBAHHOM (PM3MYECKOM HArpy3KOit win papma-
KOJIOTUYECKOTO CTPECC-TeCTa TOXKE MOXET OBITh ITO-
JIE3BHbBIM B JMAarHOCTUKE 3a0ojeBaHUs, OCOOEHHO
LO-T1.

PEKOMEHJAIIMH 110 IEYEHUIO

Ha ceromasimHmnii oeHb CYIIECTBYET COMHOTIIAC-
HOEe MHEHUE, YTO BCEM CUMIITOMAaTUYHbBIM MallueHTaM
¢ CYU Q—T mokazaHO JieueHHE, TTOCKOJbKY PUCK
BHE3aITHOM CMepTU 0e3 Tepamnuu KpaiiHe BBICOKMIA.
TpagummoHHass MeIMKaMEHTO3Hasl Teparus 0a3upy-
eTCsI Ha JUTMTEIbHOM NPUMEHEHUM O0eTa-010KaTOpOB.
M3ydyeHre MaHHBIX KIMHUYECKOTO OOCIIeIOBAaHUS,
COCTOSIHUSI CEPACYHO-COCYAUCTON CHUCTEMBI, LIEHT-
paJIbHOM, BEereTaTUBHOM HEPBHOM CHUCTEMBI, TCUXO-
JIOTHYECKUX OCOOCHHOCTEI JTMYHOCTH, a TaKXKe ce-
MEWHOTO aHaMHe3a ITPUBEJIO K TOHMMAaHUIO TOTO, 4TO
IUTaH JICYCHUS] CUMIITOMAaTUYHOTO TallMeHTa JOJKeH
OBbITh MHAMBUAYATU3UPOBaH. B To xxe Bpems moTpeo-
HOCTh B JICUCHUM aCHUMITOMATUYHBIX IMAIIMEHTOB
cnopHa. B 1993 1. A. Garson Jr u coast. [14] coo00-
IIWJIN, YTO OCTaHOBKA cepama Obl1a (haKTOPOM pHC-
ka y 9% nauuentoB ¢ LO—TS. Kpome Toro, y 12%
IMATHOCTUPOBAHHBIX ACUMIITOMATHYHBIX MaUeH-
TOB CHMIITOMBI 3a00JeBaHUS pPa3BUIUCH I103XKe,
BKJIIOYAsl BHE3AMHYIO CMEPTh Y 4%. DTO MOCIYKUIO
yOenuTeIbHBIM apryMEHTOM B TOJIb3Y YHUBEPCAJb-
Horo JieyeHus Bcex nauueHToB ¢ CYU O—T. Panee
S. G. Priori n coaBt. [18] BbICKa3anu MPEAIIONOXKE-
HUeE, YTO BCE MOJIOJIbIe aCUMIITOMAaTUYHbIE MallMeH-
THI JOJIKHBI JICUUTHCS, TTOCKOIBKY PUCK BHE3aIMHOM
cMmepTtu KpaiiHe Bbicokuii. M. G. Ackerman [11]
TIPOAEMOHCTPHUPOBAI HEOOXOAUMOCTh 00CIeIOBAa-
HUSI OJIM3KUX POACTBEHHUKOB OOJBHOIO, IO €ro
MHEHMWIO, KapINOoJIOT JOJKEH co3aBaTh 0a3bl JaH-
HbIx ceMeli ¢ CYU Q—T, cuMnToMaTuyHbIe MallueH-
THI JOJIKHEI TTOJIyJaTh JICYeHUE, a BEIOOP METoa Jie-
YeHUS UIST aCUMIITOMATUYHBIX TMAIEHTOB IOJIKECH
OCYIIECTBIISITBCS OCOOCHHO TIIATEIBHO.

Ha ceromHsimmHmMii IeHb CYIIECTBYIOT peKOMEHIa-
o no (apmakotepanuu. Hampumep, acumiroma-
TAYHBII OOJIPHOM — MYXXYMHA B BO3pacTe CTapiie
30 et ¢ LO—T'1 wimn Q—Tc<440 Mc T0JKEH oIydaTh
JIEYCHNE, KOTOPOE CHU3UT PUCK Pa3BUTHUS KU3HEYTPO-

JKAIOILIMX COCTOSIHUM U, BEPOSITHO, 00ECEYNUT aCUMII-
TOMaTU4YHOE AoJrojeTue. MakTuyecky UMeeTcst MHO-
ro 6osbHbIX ¢ CYU O—T, KOTOphIE HE HYXXAAIOTCS B
Tepanuu. OTHAKO IO TOTO KaK KIMHUYECKOEe 00cie-
JIOBaHUE, TeHeTUYeCcKoe TeCTUPOBaAHME HCKIIIoYaT
daxtopsl pucka BCC, mmoutn BceM OOJBHBIM peKO-
MEHIOBaHa palMoHaJbHas Tepamnus. OOcyxXIeHue
MIPOIOJIKACTCSI U OTHOCUTEIBHO JICUCHUS] aCUMIITO-
MATUYHBIX TMOXWIBIX MAllMEHTOB, Y KOTOPBIX PUCK
BHE3AIMMHOM CMEPTU CHUXKaeTcs ¢ Bo3pacToM. OIHAKO
HCCJIeNOBaHMS MTOKA3bIBAIOT HAJIMUME CUMIITOMOB 3a-
6oseBanus u B Bospacte 30, 40, 50 u naxe 60 ner. Ta-
KM o0pa3oM, TpemIoKeHUEe pacCMaTpuBaTh KOH-
KPETHBII BO3pacT KakK KOHEUYHYI0 TOYKY JJIs
MIPUHSTHS PEIISHUs O TIPOBEICHUY ITPODUIaKTUIEC-
KOl Tepalnuu y aCUMIITOMAaTUYHOTO TalleHTa SIBJIsI-
eTcsl He pallMOHaIbHBIM.

Koneunas uenb neyenuss CYU Q—T — npenotBpa-
IIeHNEe BHE3AITHON CepAcYHON CMEPTH, BTOPUYHOTO
yaauHeHust untepBana O— T, CHUXXKeHUe pUCcKa pa3BU-
TUSI XXU3HEYIpOXallleil apuTMUu — MOJUMOPGHO
JKeJTyIOYKOBOI Taxukapauu. B HacTosiee Bpems Jie-
yenue CYU QO—T mnpeacrtaBieHO MeIWKAMEHTO3HOM
Tepanueii, MMIUIAHTalUell KapauoBepTepa-aeduo-
PWUISTOPa, 3JEKTPOKAPAUOCTUMYISATOPA, a TakKXkKe
XUPYPTUUECKUMHU BMEIIaTeIbCTBAMU — JIEBOCTOPOH-
HEll CHMITaTUYECKOW JeHepBallMeldi M TeHOTUII-Ha-
MpPaBJICHHOM TepaIlve.

DOAPMAKOTEPAIIHUA

Cpenu TepamneBTHUECKMX MeTonoB JeyeHus: CYU
Q—T oOMIENIPUHSITHIM SIBJISIETCS JUIUTEbHBIN, HEPET -
KO TIOXXU3HEHHBIN NTpueM 6eTa-0710KaTopoB, KOTOphIE
SIBJISTIOTCSI TIperiapaTaMu BbIOOpa It OOJIBITMHCTBA
BapuMaHTOB JAHHOTO 3a00JIeBaHUSI, OCOOCHHO ISl TU-
moB 1 u 2 LO—T7S [16]. PanmoMu3upoBaHHbIE HUCCITE-
JIOBAaHMSI TIOKa3aiMu, 4yTO 0eTa-0J0KaToOpbl CHUXKAIOT
CMEPTHOCTh Cpelid 3TUX OOJTBHBIX 10 71%.

[Mlo pesynpratam uccienoBaHus, MPOBEIEHHOIO
[MeanaTpuyeckum 371eKTPpOPU3UOJTOTMYECKUM 001IIe-
CTBOM, OTMEYEHO, 4YTO OeTa-0J0KaTOphl ObLIM 3(h-
(bekTUBHBI y AeTeil — HaOI0aNIoCh YMEHbIIEHUE
TIPOSIBJIEHUST CUMIITOMOB, CHUXEHUE SKTOMUYECKOI
JKEJTyIOYKOBOW aKTMBHOCTU U YACTOTHI CJyyaeB BHE-
3amHoi cMmeptH [ 14].

KpynHoe peTpocriekTUBHOE UCClie0BaHNE, BKITIO-
yasiee 869 nauuenroB ¢ CYU O—T, u3 kotopbix 69%
ObLTM CUMITOMATUYHBIMU U JICUYUIIUCH OeTa-010KaTo-
paMu, TTOKa3aJIo MOJIOKUTEIBHOE JCHCTBUE TepaITiy —
3HAYUTEJbHOE CHIDKEHUE YMClIa CePACYHBIX MPUCTY-
MOB, BKJIIOYAsl BHE3AITHYIO CMEPTh; OOIIasi CMepT-
HOCTh coctaBuia 2% [16].

Cuuraetcs, 4To OeTa-0J0KaTOPHl 3P GHEKTUBHBI
MPU UCITOJIB30BAHUU B SKBUBAJIEHTHBIX 103aX: TIPO-
npaHoJiol B no3e 2—4 Mr/kr/meHb, Hamonon 0,5—
2,0 mr/xr/nenn, metomnposion 0,5—1,0 Mr/kr/neHs u
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ateHoson B no3e 0,5—1,0 mr/kr/mens (M. J. Acker-
man u coaBT.). YacToit ommnbKoil IBageTCsS Ha3Ha-
YeHNe HeaJaeKBaTHOM TepalleBTUUYeCKOil mo3bl. [1pu
HazHayeHUu 6eTa-010KaTOpOB HEOOXOJAUMO YUYUThI-
BaTh 03y, BpeMs MpuUeMa Iperapara u ero mobouyHoe
neiictBue. [TpompaHOIION M HATOIOI SIBJISIOTCS Hece-
JICKTUBHBIMM OeTa-aIpeH00J0KaTopaMu, a aTeHOJIOJ
U METOIIPOJION — OTHOCUTEIBHO KapIMOCEICKTUB-
Hble OeTa-010KaTtophl. [IpompaHo0a UMeeT KOPOT-
KW TIepuoj Tojypacraga M TpeOyeT 4acTol o3u-
pPOBKH, 00Jiee TOTO, BBI3bIBACT MOOOYHBIC ACHCTBUS
CO CTOPOHBI LIEHTPaIbHOW HEPBHOUW cUCTeMBI. [1pu
neyuenun CYU Q—T ateHoJioN TIpUMEHSIETCS dalle,
YeM TMPOTPaHOJIOJ, U3-3a MEHBIIIETO0 KOJTUYECTBa T0-
009HBIX 3(P(PeKTOB, HE3HAUUTEITLHOTO ITPOHUKHOBE -
HUS yepe3 remarolsHuedantndyeckuii 6apbep u 6ojee
ITATEIIFHOTO TIeproIa MoIyBeIBeAcHNI. OMHAKO T0-
Ka3aHo, YTO aT€HOJO0J MOXET ObITh MaJio (b bheKTU-
BEH, 0COOCHHO IIPY OTHOPA30BOM JHEBHOM 103€, TT0-
3TOMY PEKOMEHIYeTCsl ero rnpueM 2 pasa B IeHb [9].
Hns meTeit, TTOOPOCTKOB M B3POCIBIX PeKOMEHIYETCS
TaK>Ke HaJ0JIOJ WX MPOMPaHOJIO, eC/IU MallueHT He
CITOCOOEH TJIOTaTh TabIETKU, — XUIKUI MPOMpaHO-
JIOJI, a BO BpeMs OepeMEeHHOCTHU — Haa0J10J1, TIpoIpa-
HOJIOJI WJTM METOTIPOJION (TIPEAMOYTUTETbHBIM OeTa-
0J0KaTOPOM Cpear Bpadeii-aKyIIepoB SIBJISIETCS
meTtonposon) [9].

Beccriopnblii 3ammTHBIN 3 dekT Oera-00KaTO-
POB HECKOJIbKO MepeolieHeH. Ha ocHOBaHMM MpaKkTu -
KM HCITOIb30BaHMUS OMXHOPA30BOI MO3BI aTEHOJIONA
JIOKa3aHO, YTO 3TOT METOJ He SIBJsIeTcs (papMaKOKU-
HETUYECKHU OIpaBIaHHON Tepamueid. [Ipyrue dapma-
KOJIOTUYECKME CTpaTernu, KOTOpble BKJIIOYAIOT Ha-
3HAUCHME OJIOKATOPOB KAaJIbIIMEBEIX W KaJTHUEBBIX
KaHaJiblieB, OBbLIM pacIIUpeHbl, OJHAKO UX 3P dheK-
TUBHOCTh He aoka3zaHa npu CYU O—T u oHU He
JIOJKHBI MCTI0JI30BAaThCS KaK MOHOTEPAIIHSI.

B Hacrosiiiee BpeMsi MPOBOISATCS MCCJIETOBAHMS
0 M3YYEHMIO TeparneBTHUYecKoro 3¢ddeKkra 0J0KaTo-
POB KaJTbLIMEBBIX KAHAJIOB (BepaItaMIul) 1 IIperapaTos,
BIUSIIOIINX Ha KaJMeBbIe KaHAJIBIBI (HUKOPAHIWI), Y
MalMEHTOB C TSDKEIbIM TeUeHUEM 3a00J1eBaHUS, pe3U-
CTEHTHOTO K OeTa-0I0KaTopaMm, 1 mocie HeapPeKTnB-
HBIX XUPYPTrUYECKOW NeHEepBallMM W UMIUIAaHTalMKU
Kapauoseprepa-aedudpuisatopa (MKJI).

HUMIVIAHTAIIA
AJIEKTPOKAPIMOCTUMYJ/IATOPA
N KAPAHMOBEPTEPA-JEOUBPUVIATOPA

S. Viskin 1 coaBt. [21] moka3anu, 9To OOJBIINHCT-
BO CIIOHTaHHBIX apuTMUil mpu BpoxaeHHoM CYHU
O—T saBASIOTCS MAy303aBUCUMOM KETyI0IKOBOM Ta-
XMKapauei, KOTOpoii OOBIYHO TpPenlIeCTBYeT BHe-
3aITHOC YMEHBIICHNWE IMHBI IUKiaa. [lalmmeHTs ¢
CYH Q— T uMeroT MEHbBIIYIO YaCTOTY CepAevYHbIX CO-
KpallleHWi1 B COCTOSTHMU ITOKOsI, YeM 3IOpPOBBIC 00-

clienyeMble, 0COOEHHO 3TO CBOMCTBEHHO OOJIbHBIM C
LO-T3 [5].

Tepanus Gera-010KaTOpaMU MOXET OBITb MPUYM-
HOM KPpUTHYECKOM OpannKapany 1 Mmay3bl pUTMa Cepi-
1a 6osee 2 c. B To ke BpeMsl UMIUIaHTALIUS DJIEKTPO-
kapauoctuMyssitopa (BKC) B mororHeHNe K Tepalin
OeTa-010KaTopaMU OKa3bIBaeT OJarornpusiTHOE BO3-
nieficTBre, ocodbeHHo y manueHtoB ¢ LO—T72 [13]. TTpu
neueHun CYU Q—T y manuyeHToB ¢ aTpUOBEHTPUKY-
JISpHON OJOKagol WM Tay303aBUCUMON apUTMUEH
3JIEKTPOKAPANOCTUMYJISITOP TOXE paccMaTpUBaeTCs
Kak JOTOoJIHeHMe K Tepanuu 6eta-01o0katopamu. OnHa-
KO Tepanus 0era-0iokaropamMu 1 uMruiantauust DKC
HE MCKJII0YaloT pUcKa BHe3anHoil cMepTu [13]. Takum
00pa3oM, MMIUTAHTAIMS 3JICKTPOKAPINOCTUMYIISITOpa
SIBIISIETCST IbIOBAHTHOM Teparveil B TOTIOTHEHUE K Jie-
yeHU1o OeTa-010KaTopaMu y OOJIbHBIX C OpaguKapau-
eil, AV-0610Kanoii ¥ ¢ Tay303aBUCUMbIM HapylIeHUEM
puTMa y 60ibHBIX TIpu LO— T2 wm LO—T3.

MMnianTauust 31eKTpoKapaAuoCTUMYIsITOpa TpU-
MeHseTcs penko. B ciydae, eciau 6oibHOMY TpedyeTcs
MOCTOSTHHBIN BOAWTEIb PUTMA, MMIUIAHTALUS Kap-
JnuoBepTepa-aepuOpuLIsITOpa SIBJASIETCS MPEeanouTH -
TEJbHBIM METOJIOM JICUCHUSI.

Bornipekn coBpeMeHHOI pacrpocTpaHsIoeincs
TeHaeHUUU ucnojb3oBaHusgs MKJI kak neyeHus mep-
Boit tuHuu npu CYU Q— T b 10% nauyeHToB, Ha-
OIomaeMbIX B IICHTPaX HApYIICHUST pUTMa, TTOIyJIaioT
WUKJI-Tepanuio. BOJbIIMHCTBO Xe YCIEIIHO JieyaTcst
0e3 Hee. Tem He meHee MK ]I-Teparnus npeacrasisieT
00011 OHO U3 CaMbIX KPYIMHBIX AOCTVXKEHUIN Meau-
muHbI XX cTojetrs. OMHAKO eCIM OHA MCITOIb3YeTCsI
HeyMesio, 0ecropsiioyHO, TO B HEKOTOPBIX CIydasx
SIBJIAETCS OYCHBb TPaBMAaTUUHOIA.

Hanuune KIMHMYECKOH CMepTHM B aHaMHe3e B
13 pa3 yBeqMYMBaeT BEPOSITHOCTh TTOBTOPHOM OCTa-
HOBKH Cepjilla WIM BHE3alTHOTOo cJydasi CMEpTU U
ciyxkut ocHoBaHueM a1 MK]I ¢ 1ieabio BTOpuYHOI
npoduIakTuKy BHe3anHol cmeptu [2, 4]. ITpu npu-
meHeHuun WMKJI-Tepanuu cieayer TiaTeJbHO COOT-
HOCHUTBH COITYTCTBYIOIIMI PHCK M IIOJOXUTEIBLHOE
nevicrBue. Ilokazanuamu Kk MKJI gaBistioTcss CMHKO-
MMaJTbHBIC COCTOSTHMSI, HECMOTpPSI Ha aIcKBaTHYIO Te-
panuio Oera-0jiokaTopaMu [3], HEMepeHOCHUMOCTh
MMePBUYHON (hapMaKOTepanuu, 3HAYUTEIbHOE YT -
HeHue uHtepsBana Q—7T (Q—Tc > 550 mc) [13], Hanu-
yue reHoruna LQ—T3, AV-6iokana y MJajeHIIeB
[14], curopom JLNS (ocodenno 1 tum JLNS) [15] u
LO—T7S c cunpaktunueit (cuHapoM Tumorn).

B HEKOTOpPHIX clydasx Xupyprudyeckast IeHepBalus
Morjia Obl paccMaTpMBaThCsl KaK aJlbTepHATHUBA Iep-
BUYHOH MPO(UIAKTAKE BHE3AITHON CMEPTU WX OBITh
clenyomum atanom y 6oasHoro ¢ CYU Q—T, nony-
YaoIIero COOTBETCTBYIOIIEE JICUCHHE, B TOM YHCIIe
WUK]JI-tepanuio 1o noBoay (GUOPUISLIUN KETYA0U-
koB [15].
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JJEBOCTOPOHHAA CUMITATHYECKAA
JEHEPBAITA

Konuenuust crenmduieckoro cCUMIaTAYECKOTO
nucoananca npu CYU Q—T (TOBBIIIIEHUE aKTUBHOC-
THU JIEBOTO 3BE3IYATOrO raHIIus) [6] JEXUT B OCHOBE
OIIepaTUBHOTO JICYCHUS — JICBOCTOPOHHEN CUMITATH -
yeckoi neHepBauuu. C TOUKU 3peHUsT dJeKTpodu3u-
OJIOTUM apUTMOTeHHBIE 3(GGhEeKTH BereTaTUBHOM
HepBHOI cucteMbl y 00abHBIX ¢ CYU O—T moryt
MMETh IBa BO3MOXHBIX MEXaHNU3Ma: TTOBHIIIICHUE VTN
MOJABJIeHUE PaHHEN ITOCTACIOJSIpU3alUM, a TakKxkKe
JIUCTIEPCUU PETIOJIIPU3AIUU, KOTOPHIC ITOBBINIAIOT
BEPOSITHOCTh Pa3BUTHUS XKEJITyTIOYKOBON TaxuKapauu
[8, 20].

B Hacrosiee BpeMsl HET paHIOMU3UPOBAHHBIX
KJIMHUYECKUX UCCIIEOBAaHUM, B XO/Ie KOTOPBIX ObLIa
OBI TIpOBe/ieHa cucTeMaThyeckast oleHKa 3(h(GeKTUB-
HOCTU Xupypruyeckoro jeyeHus. OnHako A. J. Moss u
coanT. [17] B 1971 I. cOOOIIUIN O TIEPBOM YCIICIITHOM
MPUMEHEHUU JIEBOCTOPOHHE! CUMITATOKTOMUU Y OT-
JIETbHBIX CHUMIITOMATUYHBIX ITAIIMEHTOB, PE3UCTCHT-
HBIX K JIeYeHUI0 OeTa-010KaTopaMH.

HenasHo P. J. Schwartz u coast. [20] npencraBu-
JIM pe3yJbTaThl OTlepaTUBHOIO jJeuyeHus y 147 naum-
eHTtoB ¢ CYU O—T co cpenHum 3HaueHuem Q—7Tc¢
543465 Mc, u3 HuX 99% ObUIM CUMITOMATUYHBIMU
u 48% vMenn B aHaMHe3e OCTaHOBKY cepartia. [Tocie
JIEBOCTOPOHHEN CUMIATIKTOMUU y 46% GOJIbHBIX
TeyeHue 3aboJieBaHUs CTAJI0 aCUMIITOMATUYHBIM,
cHHKoIe Bo3HMKanu y 31%, acucronust — y 16%,
BHe3ammHasi cMepTh oTMeueHa y 7% natueHToB. [1s-
TUJIETHSISI CMEPTHOCTh cocTaBuiia 3%, cpeau ymep-
IIUX ObUIM MAallMeHThl C BBICOKMM PUCKOM BHe3all-
HOU CMepTH, Y KOTOPBIX IMIPOIOJKUTEIBHOCTE O—T1C
6osee 500 Mc coxpaHsiach 1 yepe3 6 Mec IocJie ore-
paumu. MccienoBaTeisiMu ciesiaH BBIBOJ, UTO JIEBO-
CTOPOHHSISI CUMITATIKTOMUSI CHUKAeT PUCK BHeE3ar-
HOW CMEPTH, YaCTOTY CMHKOITAJIBHBIX COCTOSTHUI M1
MOJKHA paccMaTpUBaThCsl KaK CIASAYIOIINI 3Tall Jie-
yeHwus y Bcex naumeHToB ¢ CYU Q—T, y KOTOpbIX CO-
XPaHSIIOTCS BBICOKAST YaCTOTa CMHKOMAJIBHBIX COCTO-
SIHU, HECMOTpsI Ha Tepamnuio OeTa-6jJoKaTopamu, U
TMapPOKCU3MBI JKeTYI0IKOBOM TaXUKaPINU, KyITHPYIO-
muecsa UKJI-tepanueii [7].

YacroTa JeTaabHbIX MCXONOB, CBSI3aHHBIX C XUPYP-
TMYECKUM BMeEIIATeJIbCTBOM, Y OIBITHOTO XUpypra
JOJDKHA OBITh OKOJIO HYJISI, a OCJIOKHEHMIA (IITO3 JIEBOTO
Beka) — MeHee 3%. Ilo cpaBHeHuto ¢ MKJI-tepanueii,
COTPOBOXKIAIONIEHCS OCIOXKHEHUSIMU, CBSI3AHHBIMU C
HealAeKBAaTHOM Tepalvei, IepeioMaMM 3JIEKTPOIOB,
nHdeKIMel, IMocjae CUMIATIKTOMUU TIPOSIBJICHUE
CUMIITOMOB 3a00J1€BaHMsI HAMHOIO cJlabee U KaueCTBO
>KU3HM HAMHOTO JTy4IlIe.

Ha ceromusamHamMii 1eHb B BeAYIIUX IICHTPax Hapy-
LIEHWST PUTMa JICBOCTOPOHHSISI CUMITATIKTOMMSI SIBJISIET-

¢ orepaleit BbIoopa y 00bHBIX CO 37I0KaUueCTBEHHBIM
TeueHueMm 3aboneBanust (CYU Q—T), compoBoxkmaro-
IIAMCS HEOTHOKPATHBIMHU CpadaThIBAHUSIMU KapaHo-
BepTepa-aeuopuUIsATOpa IIPU PELUIUBUPOBAHUM (DU~
OPUJUISILIUM KEJTyTO0YKOB.

T'EH-CIIEHIU®OMYECKASA TEPAITHA

Ilayuenmot ¢ LO—T1. KuznHeyrpoxaroiue Hapy-
LIEHUST PUTMA TIPOUCXOIST B PE3yJbTaTe aKTUBALUU
CHUMITaTUYeCKoi cucteMbl B 90% ciydyaeB, y TalueH-
ToB ¢ LO—T1 Tepanus Oera-610KaTopaMu HauboJiee
abdextuBHa [9]. [lpu pelUAMBUPOBAHUU CUHKO-
MaJIbHBIX COCTOSIHMI, HECMOTpsl Ha Tepamnuio Oera-
610kaTopaMu, 3¢pGeKTUBHA JIEBOCTOPOHHSISI CUMITAT-
skTomus [10]. bonpmmHcTBO nanmeHToB ¢ LO—T71 He
HyxnawoTtcsa B MK -tepanuu [10].

Iayuenmot ¢ LQ—12. ITpu LO— T2 6eta-010KaTOPHI
3¢ dekTuBHBI [6]. [TONMBITKM YBEIWYNUTh COAEp:KaHUE
KaJus B CHIBOPOTKE KPOBU C IOMOINBIO Ha3HAYCHUS
MpernaparoB Kajus, CIIMPOHOJIAKTOHA MPUBEIN K CO-
KpaleHnio nHTepBaia Q— 1 B IeproI NCCIICAOBAHNS 1
B oTmajeHHoM Tepuone. OgHaKo, YYUTHIBasE HEOOIb-
1IOM OIBIT MPUMEHEHUSI TOTIOJTHUTEIBHOM Tepamnuu,
HETOJIHbIE TaHHBIE 10 pe3yJbTaTaM HCCIeIOBaHUS U
Ype3BbIYAlTHO TJIOXYIO MePeHOCUMOCTDh 6eTa-0JI0KaTo-
POB TaKMMM OOJIbHBIMU, 3Ta CTPATErus HE TOJydusa
OoJibIoro pacnpocTpaHeHus. OgHAKO TIPU JIeYEeHUU
LO—T2 ocoboe BHMMaHME TOJZKHO YACISITHCS COMEpP-
SKaHUIO KaJIMsl B CBIBOPOTKE KPOBH.

HemaBHue wucciaemoBaHUs IIPOIEMOHCTPUPOBAIIH,
4yTo y 00JIbHBIX ¢ LO—T2 3/10KaueCcTBEHHbIE apUTMUU
cepama 3aBHUCAT OT IPOIOJIKUTEITLHOCTH CEPACIHOTO
LIMKJIa, HOCIT Opanu3aBUCHMMBIN xapakTep. B HacTos-
mee BpeMst 00brdHO pekomenayetcss MK ¢ bynkuueit
KOHTpPOJIs1 6a30BOM 4aCTOThI CepACUHbIX COKPaILIEHUIA.

Ilayuenmot ¢ LQ—1T3. Jleuenue 6onpHBIX ¢ LO—T3
cnoxHoe u TpynHoe. K cuactrio, 3T0T Bapuant CYU
O—TBcrpedaercs TobKO y 5—10% cemeiicts. Pesyib-
TaThl UCCIICAOBAaHUI yOCIUTEIbHO IOKA3bIBAIOT, YTO
Tepanus 6era-610KaTopaMU HETOCTATOYHA JIJIsT OOJTb-
HBIX ¢ LO—T3, MOTOMY YTO 9acTOTa aCUCTOJIUU CEPI-
11a WJIK BHE3aITHOM cMepTH coctaBiisieT 14—17% [8, 9].
dakTyecKn 0OeTa-0JI0KATOPHl OKa3BbIBAIOTCS TIPO-
apUTMOTEHHBIMU B in vitro moaensax LO—1T3 [8].

Bbrokama HaTpWEeBBIX KaHAIBIICB SIBJISIETCS PalllO-
HaJIbHBIM MOJIXOAOM IIPY TeH-cIerbuyeckon Tepa-
nmuu LO—T3, Tak Kak OOJBLIMHCTBO MYTallUMii MpU
JTAHHOM BapUaHTE NMPUBOAAT K YBEJIMYEHUIO IMTOTOKA
HaTpust yepe3 Navl.5 kaHan. In vifro noka3zaHo, 4TO
0JI0KaTOp HATPUEBBIX KaHAIBIEB MEKCWICTHH 3(-
(beXTMBHO yMEHBIIAET AUCTIEPCUIO U TIPEIOTBpAIIAeT
aputmuio u B LO—T2, u B LO—T3-monensax [14]. Mex-
CHUJIETUH TaKXXe COKpallaeT MPOJOJIKUTEIbHOCTD T10-
TEeHIIMAJIa IeMCTBUS KapIUOMMOIIUTOB, TaKUM 0O0pa-
30M yMEHblIlIasi TpaHCMypajibHYIO aucrnepcuio [19].
P. J. Schwartz u coast. [20] BriepBble TTOKa3anu, 4TO
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MEKCMJIETUH 3HAa4YuTeJbHO cokpaiaer Q—7c¢ u Hop-
Manu3yeT Mopdosornio T-BOJHBI y TAIIMEHTOB C
LQ—T3. ITonyyeHHbIe JaHHbIE MO3BOJISIIOT MPEaIoJia-
raTth, 9YTO IPUMEHEHNE MEKCUJICTHHA B COYCTAHUU C
OeTa-0JioKaTOpaMU yBEJIMYMBAET TeparneBTUYECKU
a¢ddexT u cokpamaer Q—7 y OONBITNHCTBA TTalllieH-
TOB. [laHHasi KOMOMHUPOBaHHAasI TepaIusi MOXET ObITh
Ype3BBIUAHO IMOJIe3HA, OCOOCHHO MPU JCYCHUHN HO-
BOPOXIEHHBIX C YTpOXaloIMIMMU XU3HU (hopmaMu
LO—T3. Tlomumo MmekcuieTMHa B ceMbsix ¢ LO—T3
HCTBIThIBAJICS (DIIEKaMHUI U TOXE IOoKaszasl CII0CcOo0-
HOCTb yMeHbIaTh Q—7¢.

OnHako ¢piekanHug Takke oaokupyetr IKR-mmorok
My yacTtu nauueHToB ¢ LO— T3 uMuUTHUpyeT HEKOTOpbIe
naTTepHbl cuHapoma Brugada [20].

[IpakTuyecku orpenejieHa CTeTIeHb COKpAIeHMS
Q—Tc, BBI3BIBAEMOTO OPaJIbHBIM MPUEMOM MEKCHUJIC-
TUHA; B TOM CJIydae, €CJIM 3TO COKpallleHUe ObLIO 3Ha-
qUTeIbHBIM (0osiee 50 Mc), peKOMEHIOBAaHO TIPOIOJI-
KeHue ¢apMakoTepanuu MekcuieTuHoMm. OaHako
HET HUKAKUX JaHHBIX, JEMOHCTPHUPYIOIINX, YTO MEK-
CWJIETUH YMEHbIIIAeT YacTOTY CHMHKOIIE, IOBBIIIACT
KavyeCTBO XKMU3HU, YBEJIMUUBAECT €€ TPOJOJIKUTETh-
HOCTb. TaknM 00pa3oM, JJ1s1 OOIBITMHCTBA MALlMEHTOB
¢ LO—T3 oyeHb BaxXHO pPacCMOTPETh BO3MOXHOCTh
nposeaeHuss UK. [Insi acuMnTOMaTUYHBIX MJaaeH-
1eB M MajieHbKMX aeteil puck MK/, 1Mo HEKOTOPhIM
TMAHHBIM, TIEPEeBEIINBACT TeparneBTHIecKuii 3pdekT. B
3TOM CJIydae MOTYT OBbITh OMpaBIaHHbI CTPATETHsI Jie-
YeHUSI MEKCWJIETUHOM, MOHUTOPHWHI aKTHUBHOCTHU
CUMITaTUYECKON CUCTEMBbl U MPHUMEHEHUE aBTOMAaTH-
YeCKOT0 BHEITHETro neuopuuIsITopa.

OBPA3 JKN3HU
N PU3NYECKHUE HATPY3KH

[ToMrMO BEIIIEYITOMSHYTBIX METOIOB JICUCHUS
0O0JIBHBIM PEKOMEHYIOTCSI KOPPEKIIMsI 00pa3a XK1U3HHU,
coOJTIoeHNE peXXMa CHA, OTIObIXa, pabOThI M pallioHa
nutaHus. [uera 1oJKHaA ObITh Oorara Kajamem, Tak Kak
TUTTOKAJINEMUST MOXET YBEJIMUMBATh PUCK XXU3HEYTPO-
XKarommx coctosguuii mpu LO—73. Ocoboe BHUMaHNe
clenayeT YAeNsiTb KOHTPOJIO 3JEKTPOJUTOB KPOBH,
OYCHB BasKHO KOHTPOJIMPOBATH BOTHO-3JICKTPOIUTHBIN
OanaHc npu aeruaparaluu (pBoTta, Auapes U T. 1.).

PexoMmeHayeTcss IpoOBOIUTH KOHTPOJIb MAacChI TEIIa,
HUCKJIIOUUTD IOJI0aH1e, HepallMOHaIbHbIE TUETHI, TT0-
CKOJIBKY TTOTEPSI Beca acCOLIMUPYETCS C YBEIMICHUEM
uHrepBana Q—T. Cok rpeiingpyra, 0cobeHHO 00pI0-
BRI, TToHaBsgeT aKTUBHOCTH I[Kr-KambIueBBIX Ka-
HAaJIBIICB.

boabubiM ¢ CYU Q—T, a ocobeHHo ¢ LO—T2, pe-
KOMEHIyeTCsI M30eTraTh MCTOYHUKOB TPOMKOTO 3ByKa
(TMna OyAUJIbHUKOB U TeJie(hOHOB), 0COOEHHO BO Bpe-
Ms cHa [8—10].

IMauuentsl ¢ CYU Q—T noKHBI UMETh TIpU cebe
KapTOUKY WJIM OpaciieT ¢ yKa3aHHBIM JUAarHO30M 3a00-

JieBaHMsI. BaxkHO, 4TOOBI B3pOCIBIC WICHBI CeMeiicTBa
OBUIM TIPOMHCTPYKTUPOBAHBI O TOM, KaK BBHITIOJTHSITH
peaHNMAaIlMOHHBIE MEPOTIPUSITHUS Ha JOTOCITUTAIBHOM
9Tamne, IMPOBOAUTH KapAHOBEPCHUIO «ydapoM», KOTO-
PBIIA MOXET KYyITUPOBaTh MPUCTYIT JKeJIyIOYKOBOM Ta-
XUKapINU, BOCCTAHABIMBAS CUHYCOBEIN PUTM.

BoabHbIe TOKHBI ObITH MHPOPMUPOBAHBI O TOM,
YTO CMEHa WM OTMEHA Teparuy TPOBOIUTCS IIOM
KOHTpOJIEM Bpaua, a TakXKe 0 TOM, YTO Mepel HadyaaoM
IprieMa TIpernapaToB MO MOBOLY COITyTCTBYIOIICH T1a-
TOJIOTUM JOJIKHA OBITh MPOBENEHA KOHCYIbTALUS C
JIOKTOPOM. BoJIbHBIE TOJDKHEI 3HATh, UTO TP CITydaii-
HOM OJJHOKpAaTHOI OTMeHe npenapata 6a3uCcHOI Tepa-
mmuu Ha 4% TIOBBIIIAETCS PUCK PAa3BUTHS XKU3HEYTPO-
XKaAIOIIUX AapPUTMUIA.

Bce maumentsl ¢ CYU Q—T noixkHbl u30eraThb
ImprieMa JICKapCTB, YITMHSIIONNX nHTepBail Q—T.

B Tom ciydae, eciiv mauMeHTy MOTpeOyeTcsl Tepa-
ST TIperapaToM, HaXOOSIIMMCS B CITMCKE OITACHBIX
st 6onbHbIX ¢ CYU Q—T, Bpay BMecTe ¢ MallMEHTOM
JTOJDKHBI TIIATEILHO IMPOAaHAIM3UPOBATh TOTCHITNATb-
HbI€ PUCK U MoJIb3y JeueHus. Eciau Bpau pacronaraer
aJTbTepHATUBHBEIM METOIOM JICUCHUS, XapaKTepU3YIO-
IIMMCS TaKOi ke 3(p(PEeKTUBHOCTHIO, TO PellIeHUE TTPO-
croe. OMHAKO HE TaK MPOCTO pelaeTcsl BOIPOC Tepa-
MUY aCTMBI aTbOyTEPOJIOM, JICYCHUSI COITYTCTBYIOIIEH
TIETIPECCHU CeJIEKTUBHBIMA MHTMOUTOPAMU CEPOTOHM -
Ha, JIeueHUsI AebuIMTa BHUMAaHUSI IIperapaTaMy, CHU-
KAIOIIMMK THIIEPaKTUBHOCTE 0OJbHOTO. B Kaxmom
cyJae Bpad JOJDKEH TIIATEIbHO B3BECUTH JAHHBIC O
MOTEHIMaTbHOM OOOYHOM NEHCTBUM U OLICHUTb PUCK
W TIOJTB3Y JICUCHUS.

HaxoHel, 00/blIyl0 3HAaYMMOCTL TIpUOOpeTaeT
npobJjieMa 3aHsITUIl CIIOPTOM, OCOOEHHO Yy OOJbHBIX
MOAPOCTKOBOTO Bo3pacTta. CorjaacHO peKOMEHIALIUSIM
Bethesda Guidelines ot 2005 ., cmOpTHUBHbIE COCTSI3a-
HUSI TOJDKHBI OBITh 3aIIPEIeHbI 171 OOJIbHBIX C CUMII-
ToMaTUuHbIM TeueHuemM CYU Q—T, naxe eciu oHU
nosygalot jJedeHue [10], 3To TakKe OTHOCUTCS K Te-
HOTHIT-TTOJIOKATEITEHBIM OOJTBHBIM.

Boobme, mogndukaimst odpasa KU3HU — HEOOBI-
yaitHo ciioxkHas npobaemMa. Ecau perynsipHo pukcupo-
BaTh B JHCBHUKE BCE BUIBI (DM3MICCKON aKTMBHOCTH 3a
NIeHb U OTCJIEXKMBATh (haKTOPbI, TPOBOLIMPYIOLIUE TTPU-
cryn y 6onbHBIX ¢ CYU Q—T, HaOm01aeMbIX B 1IEHT-
pax HapylIeHUs pUTMa, TO Bpauyu JOJKHBI OB Obl
OTPaHWYUTH TOUTHU JIIOOYIO JESITeIbHOCTE: COH, IPO-
OyXIeHue, MpUeM TMUIIU, YHUCTKY 3yOOB, IPOCMOTP
Teseniepeaay u T. 1. JJocTOBepHO paliMoHaJIbHBIMU OC-
TaOTCS PEKOMEHIAIMU 110 MCKIIOUEHUIO YJacTHUsl B
CIIOPTUBHBIX COCTS3aHUSIX, ITOCKOJBKY COPEBHOBAHNE
IIPUBOINT B ACHCTBHE OCHOBHBIC ITyCKOBBIC MEXaHM3-
MbI, KOTOpbIE MPOBOLMPYIOT YUIMHEHWE WHTepBajia
0-T110]. KpoMe TOTO, MpUBEAEHHBIE BBIIIIE PEKOMEH-
nanuuyu 0CoOEHHO BaxKHBI 111 6onbHbIX ¢ LO—T1, no-
ckoJbKy mipu 3toit popme CYU Q—T pusuueckue ym-
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paXKHeHUsI, TaKWe Kak TUlaBaHUe, SIBJISTIOTCST KITIoue-
BBIMM apUTMOTEHHBIMU ITyCKOBBIMU MEXaHU3MaMH.

OpmHako TS MallMeHTOB, CTPANAIONINX OKUPEHUEM
W BEOyIINX MAaJIOIOABIDKHBIN 00pa3 KM3HU, IIE/IbIO
JOJDKHO OBITh MPUOOIIeHNEe K aKTUBHOM, ITOJTHOIIEH-
Ho¥t xku3HM. Korma ke TMammeHTHl CIbIIaT yKa3aH!s
MPUAEPKUBATHCS YMEPEHHON (DU3MYECKO Harpy3Ku
¥ UCKITIOYATh 3aHSITUS CIIOPTOM, OHH Cpa3sy Ke IyBCT-
BYIOT JIOTUYECKOE HECOOTBETCTBUE MEXIY 3aIllpeToM
Ha CTIOPTMBHBIEC COCTSI3aHUS U pa3pelieHneM aKTUB-
HOTO OTAbIXa Y MHTEPECYIOTCS, 10 KaKOU CTeTIeHU MbI
paccyuThIBaeM Ha CO3HATETHLHOCTh MAIMEHTOB, KOTIa
JIaéM TaKhe peKOMEeHIalluu.

B nnease Bpauu JODKHBI IETATBHO U3YIUTh PUCK U
TIOJIb3Y JICUCHUS ¥ TTOMOYb KaXKIOMY TTallueHTY/ceMbe
c/ieslaTh COOCTBEHHBIE BBIBOJIBI OTHOCUTEIBLHO OTIPaB-
JAHHOCTHU PUCKA.

TakuMm 00pa3oM, MpaBWIbHas MOCTAaHOBKA Auva-
THO3a HACJIEACTBEHHOTO CMHAPOMA YINIMHEHHOTO MH-
TepBajia Q— T (y4uThIBasl BbIpaXKEHHbIM KIMHUKO-Te-
HETUYECKUI MoMuMOpdu3M NaHHOTO 3a00JIeBaHUSA)
3a4aCTyI0 OKa3bIBACTCH [UISI Bpadye TPYIHOM 3amadyeit
[14]. OgHako BHMMATEIbHOE OTHOLIEHUE K OOJIbHO-
My, TIIATEJbHO COOpaHHBINI aHaMHe3 3a00JieBaHMS,
MpoBeeHUE IMOJHOTO OOCaeNOoBaHUSA (B TOM YMUCIE
POICTBEHHUKOB OOJIbHOTO) C MPaBUJILHONM MHTEPIIpe-
Talueil pe3yJbTaTOB W 3HAHWE IUATrHOCTUYECKUX
KpUTEPpHEB TAaHHOTO CUHAPOMA ITO3BOJISIOT IIPaBUJIb-
HO TTOCTaBUTh JTMATHO3 M CBOEBPEMEHHO Ha3HAYUTh
JIeYeHUe, TEM CaMbIM 3HAUNTEIFHO CHU3WB PUCK BHE-
3aITHOM CMEPTHU.
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APUTMOTEHHBIE OCJIOKHEHUA TUIIEPTPO®HYECKOM

KAPTNOMUOIIATNHN

JI. A. boxepua*, M. H. bepcenésa, /]. A. Manenxos

Hay4HbIli LeHTp cepaedyHO-cocyaucTon xmpyprum um. A.H. bakynesa (avp. — akagemuk PAMH J1.A. Bokepwus)

PAMH, MockBa

IlepBoHayalbHO TEPMUHOM <«KapJAUMOMUOMATUS»
(KMII) o6o3Hauanuch MepBUUYHBIE 3a00JieBaHUS
MUOKapa HeompeaeaeHHOU sTuonorun. B 1995
rpynmoii akcrneptoB BO3 pa3paboTaHa HoBas Kjac-
cudukanusi, COrmacHO KOTOPOW KapAWOMUOIMATUU
OIpeNeIISIIOTCs KaK 3a001eBaHus MUOKapaa, acCOLM-
UpoBaHHBIE ¢ ero nuchyHkuueir. Cpean KapauoMuo-
MaTWii, COTJIACHO 3TOI KJIaCCU(UKALIMU, BBIACISIOT
nepBUYHbIE (TeHEeTUYEeCKUE, CMEIIaHHbIe U TPUobdpe-
TEHHBIC) ¥ BTOPUYHBIC (SIBIISIONINECS YaCThIO TeHepa-
JIN30BAaHHOTO, CUCTEMHOTO 3a0osieBaHUsT) (popmel. [To
MOPQOJIOTUISCKIM W (PYHKIIMOHAIBHBIM KPUTEPUIM
HacnenctBeHHble KIIM moapasnensitoTcsl Ha yeThipe
nepBuuHbie (Gopmbl: runeptpopuyeckyto (I'’KMIT),
nunataunoHHyto (JKMIT), pectpuktusnyio (PKMIT)
U apUTMOTEHHYIO TpaBoxeaynouykoBylo (AITKMIT)
Kapauomuonatuu. [lo3gHee ObLT 10OaBIEH CUHIPOM
HEKOMITAaKTHOTO MUOKapja JjieBoro xejaynouka (JI2K).
K BropuuynsiM KMII oTHOCSTCS KapAMOMMOIIATUM,
HampuMep, B UCXOAE UIIEMUYECKOW OOJIe3HU cepalia
U rurepToHndyeckon 0ose3Hu. [lpu s3ToM Kaxnmast u3
KapAuoMUONaTUI SIBJISIETCS He OTAEIbHOI HO3010TH-
yeckoil (popMoii, a mpeacTaBiisieT co00l YeTKO ouep-
YEHHBI CUHAPOM, BKIIIOYAIOIUNA ONpeneieHHbIN
MOPDODYHKIMOHATBHBIN M KIMHUKO-UHCTPYMEH-
TaJbHbII CUMITOMOKOMILIEKC.

OCHOBHBIMU KJIMHUYECKMMU TIPOSIBJIEHUSIMU 3a-
OoJieBaHUS SIBJISIIOTCSL CepAcuHasl HEOOCTaTOYHOCTb,
0oJI B TPYIHOU KJIETKEe, HapylIeHUs pUTMa cepaua,
CUHKOIIAJIbHbIE COCTOSTHUS. Boe3Hb XxapakTepusyer-
€ HEYKJIOHHBIM MPOrPECCUPYIOIIUM T€YEHUEM C BbI-
COKMM DPHMCKOM Pa3BUTHUS TSDKEJIBIX, KU3HEYTPOXKAI0-
IIMX apUTMMA UM BHE3AITHOW CEepIeYHON CMEepTHU
(BCC). IIpu 3TOM MepBBIM M €IUHCTBEHHBIM IIPOSIB-
JIeHUeM 3a00JIeBaHUsI MOXET CTaTh BHE3aMHasi CMEPTh.

HanHas cTaThs IIOCBSIIIEHA apUTMOTCHHBIM OC-
JIOXKHEHUSIM TUIIepTpoUUecKol KapAuOMUOTIaTUH.

OITPEJEJIEHHUE

Tuneptpoduyeckas KapaIUOMUOIMATUSI — OAHA U3
OCHOBHBIX M HauboJyiee pacrpoOCTpaHEHHbIX (HOpM
nepBUYHbIX Kapauomuonatuit. TKMIT — 310 ayto-

COMHO-IOMMHAHTHOE 3a00JIeBaHMNE, XapaKTepU3yIo-
meecsl runepTpodueli JeBoro U u3peaka — IMpaBoro
JKEJTyIOYKOB, KOTOpAas Yallle aCUMMETPUYIHA W COTIPO-
BOXIAETCSI HETPaBUJIbHBIM, XaOTUYHBIM PaCIIOJIO0-
JKEHHUEeM MblIlIeuyHbIX BoJOKOH [30]. K HacTosiiemy
BpeMeHU Wu3BeCTHBI 10 OeIKOBBIX KOMIIOHEHTOB
CepICYHOTO CcapKoMepa, BBHIMTOTHSIONINX KOHTpaK-
TWIBHYIO, CTPYKTYPHYIO WU PETYISTOPHYIO (PYHK-
1, aedekTbl KoTophlx Habmogatorcs npu 'KMII.
[Tpuyem B KaxkmoM TeHe MHOXECTBO MyTallii MOTYT
ObITh TPUUYMHON 3a007eBaHuUs (TTOJIUTEeHHOE MYJIBTH-
ajuleNlbHOE 3a0oJieBaHMe). MyTallmi MOTYT OIpele-
JsThest Kak MUHUMYM B 23 TKMIT-accommupoBaHHBIX
reHax, 9TO TO3BOJISICT BBIACIUTh TeHETUUCCKUE MO -
tunbel KMII: muoduiameHT-accoumupoBaHHas
I'KMII, Z-nuck-accouunpoBanHass T'KMIT, TKMII,
accouMrpoBaHHas ¢ 00e3Hblo HakoruieHust, [KMIT,
acCOIMMPOBAaHHAsI C MUTOXOHIPUAIBHON MUChYHK-
e, u ap. Y 00IbHBIX TUIIEPTPODUUECKO Kaparo-
MMOIATHEH ¢ OMMHAKOBBIMU T€HETMUECKUMHU Aehek-
TaMM YCTaHOBJICHA CBSI3b IIOBBIIIEHHOI'O pHUCKa
BHE3AITHOM CMEPTU M 3HAYUTEIBHOTO YBEJIMYCHUS
Macchl Muokapaa ¢ DD-renotunom rena AII®, B oT-
auuune ot ero ID- u H-reHorunos (Lechin M. u co-
aBT., 1994).

OKOJ10 MOJIOBMHBI BceX OOIbHBIX TUTIEpTpOdUUec-
KO KapAMOMHOTIaTUE YMUPAOT BHE3aITHO; TIPUIK-
HaMU CMEPTU SIBJISIOTCS KEJyIOUKOBbIC HapyIIeHUs
pUTMa WM MpeKpalieHne rTeMOINHAMUKY BCIIEICTBUE
IMOJTHOTO MCYE3HOBEHUSI MOJIOCTU JIEBOTO KeIymIo4yKa
TPY €T0 YCUJIEHHOM COKPAIllEeHWW W CHUDKEHHOM Ha-
MTOJTHEHUM.

KJIACCUPUKAITAA TKMIT

I'KMIT xapaktepusyercs runepTpodueii cTeHoK
(6omee 1,5 cM) neBOro M/MAKM B PEOKUX CIyJasX —
MpaBoro kenynoykoB. Yamne runeprpodust HOCUT
ACUMMETPUYHBIN XapakTep (3a CYET YTOJIIEeHWS
MEKKEJIYI0YKOBOM Meperopoaku) — okojo 90%
BCEX CJIyyaeB TUIMEPTpOPUUECKON KapauoMuoIma-
Tuu. Kpome TOro, BBIIEISIOT CUMMETPUYHYIO WU
KOHIIEHTpUYECKylo runeprpoduio. B 3aBucumoctu

* Anpec 115 iepenucku: e-mail: leoan@online.ru
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OT HaJIMYUSI OOCTPYKIIMU BBIHOCSIIETO TPaKTa JIeBO-
rO XeJyIOYKa BBIACJSIOT TaKXe OOCTPYKTUBHYIO U
HeoOcTpyKTuBHY10 hopmbl [KMII, yTo numeeT Bax-
HOE 3HAauYeHUE NJIs1 BhIOOpA TakTUKM JedeHust. [Tpu-
onusuTenbHo y 25—50% 6onbHbix [ KMIT He Hab10-
Jaercss oOCTpyKIIMM, MBI B JNAHHOW CTaThe Oymem
paccMaTpuBaTh BCE Ciydyau MEPBUYHOU TUIEPTPO-
¢puu muokapaa.

AIMMUIAEMHOJIOTHUA BCC 1 TKMII

ITo nannubiM DxoKTI'-ckpununra, FKMII sBnsiercs
OITHUM M3 Ha0O0JIee YaCThIX TSIKEJbIX CEPAETHO-COCY-
JIUCTBIX 3a00y1eBaHMil 1 BeTpeuyaercs B 0,2% ciiydaes
(1:500) BO B3pOCJIOI1 MOMYJSILIMU BO BCEX STHUUECKUX
rpynmnax [13, 18, 21]. B CIIIA npuban3uTeabHO
500 000 uenosek ctpagator 'KMII. B pa3BuThix cTpa-
HaX OT BHE3aITHOM CEpIeYHON CMEPTH yMUpPaeT 00JIb-
11Ie JIIONei, YeM OT BHe3alHOW CMEpPTU B pe3yjbraTe
nopaxeHus npyrux opraHos. B CILIA BHe3ammHO ymMU-
pator npumepHo 1000 yenoBek exXeIHEBHO U OoJiee
300 000 — exeromHo [12], mpuurHA OOJBLIMHCTBA
3TUX BHE3AMHBIX CMEPTEN B CTApLIE U CPEIHEN BO3-
pacTHBIX TPYIIMAaX CBsI3aHA C 3a00JeBaHUSIMU KOPO-
HapHBIX apTepuii. Cpeay MOJOABIX JIMII HauboJjiee
pacpocTpaHeHHBIMM TIPUYMHAMU BHE3aITHOM cep-
MEYHOU CMEpPTU SIBJISIOTCS TSDKEeIble KapauoMUOIIa-
tuu, Takue kak ['KMII, ATTKMII [12].

B momynsiimoHHOM MCCIeI0BaHUM ITPUYNH BHE-
3aITHOM CMEPTH Y JIMI] MOJIOZIOTO BO3pacTa, MpoBe-
JeHHOM B ABcTpaiuu, bosee 50% Takux ciydaeB Obl-
JIV CBSI3aHBI ¢ 3a0oneBaHusIMu cepana [22]. TKMIT —
onHa n3 Hanbosee yactoix puunH BCC B CIIIA cpe-
nu aui mosoxe 30 get. OHa ke s1BisieTcsl Haubosee
yactoit npuunHoit BCC cpenu coprcMeHoB (36%),
npu 3ToM y 50% 13 HUX He ObLJI0 HUKAKMX KJIMHUYE-
CKMX TIpOsIBJIeHUI 3a0oneBanus [12]. bonpmuHcTBO
ciygaeB BCC Bo BpeMsT CIOPTUBHBIX MEPOIIPUSITU
MPOUCXOIUT Cpear MYyXUuH, U B 90% OHU BO3HUKA-
10T mocJie (pu3mdeckux Harpy3ok [12]. K mpumepy, B
HMranuu Haubosee yactoit mpuuunHoit BCC cpenu
mosiogoro HaceneHus: siBasietcss AIIKMII, 3artem
T'KMII, uTo MOXET OBITh OOBSICHEHO WU T'eHETUYEC-
KO mpenpacrofioxkeHHOCThIo HaceaeHus K ATTKMIT,
WJIM KAQYECTBEHHOW CBOEBPEMEHHOM NUArHOCTUKOM U
npodunaktukori 'KMII [10,12]. B HacTos1iee BpeMst
ycraHoBsieHo, yTo nipu 'KMII exeromHblii ypoBeHb
BCC cocraBnsiet 1%, a y mHorux GoiabHbix 'KMIT
CHUMIITOMBI 3a00JI€BaHUsI IJIUTEIbHO HE TIPOSIBISIOTCS
[15, 23, 30].

JUATHOCTHKA IT'KMII

CraHmapTHasI IBYXMEpHasl IOMILICP-3X0Kapano-
rpadusi SIBJISIETCS METOIOM BbIOOpA AJ1s1 AUAaTHOCTUKU
T'KMII. C noMompio 3xoKapauorpad®muy BO3MOXHO
OIpeNeUTh 00JacTh U CTeNeHb TuIepTpodun, aHa-
TOMUIO U (YHKIMIO KJIAMaHHOTO U IMOJKJIarmaHHOTO

afnrmapaTa MUTpaJbHOrO KJjlallaHa U OLEHUTb CUCTO-
JIMYECKYI0 W AMACTOINYECKYI0 (YHKIHMIO Cepria.
MarnutHo-pe3oHaHcHast ToMmorpagus (MPT) cepaua
HCIIONTb3YeTCS KaK JTOMOJTHUTEIBHBINA METO TUAaTrHOC-
tuku 'KMII npu HeomHO3HAUHBIX JaHHBIX, TTOJyYeH-
HBIX TIpu 3xokapauorpacduu. MPT cepaua, ocobeHHO
C TIPMMEHEHUEM TaJJOIMHUEBOrO KOHTPACTUPOBAHMSI,
ITO3BOJISIET BBISIBUTH HAJIW4YME W IPOICHT MHTPAMUO-
KapauaiabHoro ¢uodpo3sa. [uneprpobuueckas Kapanuo-
MMOTIATUS XapaKTepU3yeTCcsl HaTUIMeM <«HEOOBSICHU-
MOIi» M 4YacTO acUMMeTpUUYHOI, Auddy3Ho wnin
CerMEHTapHO# TunepTpoduu MHuoKapaa, HeOuIaTH-
POBaHHBIM U TUMIEPAMHAMUIHBIM JIEBBIM KETYIOUYKOM
MPY HATMIUU WA OTCYTCTBUH OOCTPYKIINH BBIXOIHO-
ro otnena JI2K.

TonuuHa cBOOOJHON CTEHKHU JIEBOTO XKeJaydouyKa
MEHbIIe 12 MM SIBJIIeTCSI HOPMAJIbHOM TSI B3POCITBIX
nanyeHToB. ToJllrHa CBOOOAHO CTEHKU JIEBOTO Ke-
JTymouka 13—15 MM paciieHmBaeTcs Kak ITorpaHuIHAs
rurnieprpodust JIZK, TonmmrHa cteHKU > 15 MM cBUIE-
TenabcTBYeT 0 Hannuuu 'KMII. OgHako B mocTaHOBKE
JIMarHO3a HeJb3s1 OPUEHTUPOBATHCS TOJHKO Ha BEJIM-
YUHY U3MEPEHHBIX 3HAUCHUI TIPU 3XOKapauorpadun,
YTO HeM30eKHO MPUBEIET K OIITMOKAM B TMAaTrHOCTHUKE.
K mpuMepy, malmeHTH MOTYT WMETh HOPMAaJIBHYIO
TOJIIIMHY CBOOOTHOM CTEHKH JIEBOTO XKEIyI0UKa 1 re-
HeTuuecku noareepxkaeHHyro 'KMII (tak Ha3biBae-
MyIO HEIIeHeTPaIlUI0 WJIM HEAKCIIPECCUBHOCTD B TaH-
HBII MOMEHT), B TO K€ BpPeMsSI CITOPTCMEHBI TIpHU
OTCYTCTBUM KaKUX-JINOO TEHETHMYECKUX HapyIIeHU
MOTYT, TeM HEe MEHee, UMEThb YTOJIIIEHUE CTEHKU JIEBO-
0 XeJIya0JKa, MPeBhIIIaioliee TOPOroBOe 3HAUCHNUE B
15 MM.

I'KMII MoxeT ObITh pa3fesieHa KaK MUHUMYM Ha
YEeThIpEe aHATOMUYECKUX, MOP(OJIOTrHIECKIUX BapUaH-
Ta B 3aBUCHMOCTHU OT KPWUBHM3HBI MEXKETYIOUKOBOM
MeperopoaKu: CUTMOBUIHAS ITEPEropoaKa, CpeaHeKe-
JlynoukoBasi hopma, anukaabHas hpopMa U HEWTpasib-
Hast popma meperoponku (puc. 1). Y geteit TommmHa
CTEHKM BBIUMCIIICTCST KaK IBa M Oojiee CTaHOapTHBIX
OTKJIOHEHMSI OT CPETHECTATUCTUYCCKON BEIMIMHBI,
pPacCUUTaHHOM B 3aBUCHMOCTM OT ILJIONIAAM TOBEPX-
HOCTH TeJia, TO eCTh BeInInHa Z=2 1 boree.

IIpu reHetuyeckoM oOOCIeIOBAHUW MOMYISILIMU
nauueHToB ¢ 'KMII BbISIBII€HO, YTO TIPU CUTMOBU/I-
Hoii (S-o6pa3Hoii) Mmopdosorun M2KIT myTtaiuu B re-
He, KoaupylolieM 0eJKu MuoduiaMmeHTa, oOHapyKu-
BaloTcs B 8% ciy4yaeB, IpU CPeIHEXEIYI0YKOBOM
dopme rumneprpodpum MXKII — B 79%, nipu anukaib-
Hoii hopme — B 32% u nipu HeiTpanbHOil (popMe — B
41% ciyvaes.

MHBa3uBHBIC METOIBI MCCICIOBAHUSI OOBIYHO MC-
MOJIb3YIOTCS ISl AMAarHoCcTuku comnyterBytoeit UbC
U pelIeHUs] BoIpoca 00 00beMe OIepaTUBHOIO BMe-
1IaTeJbCTBa, BKJIIOYAs TpaHCIJIaHTALMIO cepiala B
TePMHUHAJIBHOM CTamuy 00JIC3HU.
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a I 0 I 6 I 2 I

Puc. 1. Knaccudukauusa T'KMIT:

a — curmoBuHas1 (S-oopasHast) mopdosioruss M2KIT; 6 — cpeaHexenynoukoBasi popma rurieprpoduu M2KII; ¢ — anukanb-

Has opMa; ¢ — HeliTpasibHasT (popMa

ITATOMOP®OJIOTUA T'KMII

HaubGonee xapakrepHbiMu mnpuzHakamu ['KMII
TIPY OOIIETUCTOJIOTMICCKOM MCCIICIOBAHNY SIBIISIOT-
Csl HAIMYME 3HAYMTEJbHO YBEJIMYCHHBIX, aHOMAaJIbHO
Pa3BUTHIX KapINOMMOIINTOB, UX OYaroBasi I1e30pHUeH-
Tanys (aHOMaJIbHOE pa3BUTHE MUO(GUOPHILT), TIPEXK-
JIeBpeMeHHasT THOeIb THIePTPOPUPOBAHHBIX KIJIETOK
C 3aMCIIeHNEM UX COCTMHUTEIbHOI TKaHbIO (3aMecC-
TUTEJbHBIN CKJIEPO3 U UHTEPCTULIMAbHBIN (PrUOPO3)
W TATOJOTHEM MEIKUX WHTPaMypallbHBIX COCYIOB
[13, 21]. Kpome Toro, maTojJoruuyeckuii mpoiecc He
OrpaHWYMBACTCS MUOKAPIOM, a 3a4acTyIO PacIIpoCT-
paHsIeTCs Ha almnapaT MUTPaJIbHOTO KjlanaHa. YJacT-
KM C Ie30pUECHTUPOBAHHO Pa3BUTBIMU KapIUOMUO-
HATaMU BapbUPYIOT OT HEOOJBIIUX (PparMeHTOB
MHUOKapaa IO 3HAYWTEJIbHOTO BOBJICUCHUS Cepled-
HOI MBIIIILIBI.

IMNATOPHU3HNO0JIOTHA,
ITATOTEHETUYECKHE ACITEKTDBI I'KMII

K ocHOBHBIM TaTO(U3NOIOTUICCKIUM MEXaHN3MaM
T'KMII, oOyclioBlIeHHBIM TJaBHBIM O0Opa3oM THUIIep-
Tpodueit JIEBOTO KEIYI0UYKA U OIPEICIISTIOIINM Teue-
HHUe 3a00JieBaHUSI, OTHOCSITCS: ) U3BMEHEHUE CUCTOJIM -
yecKoi (yHKIIMM JIeBOTO Xejyaouka; 0) oopazoBaHue
MUHAMUYECKOTO TpaaudeHTa AaBJeHHUs B IOJOCTU Je-
BOTO XeJIyIouKa; B) HapylIeHUs] AUACTOTUYECKUX
CBOICTB JICBOTO XEJyJIo4yKa; T) HIIEMMS MUOKapa;
1) U3MEHEHUS 3JIeKTPO(PU3NOTOTUIECKUX CBOWCTB
MHOKap/a, CBSI3aHHbBIC C TOBBIIICHHBIM PUCKOM BO3-
HUKHOBEHUS apUTMUI U BHE3aITHOM CMEPTH.

Kak mokazaHo Ha pHCYHKe 2, M3THAHHEC KPOBU
(TTyHKTUP) C OOJBIION CKOPOCTHIO BCAEACTBUE TUIIEP-
IUHAMMYECKOTO COKpAILEHUs JIEBOTO KEIymoukKa M
CYy’KE€HMsI €ro MyTHM OTTOKa M3-3a TumnepTpoduu Oa-
3aTbHOM 9aCTU MEXCKETYIOUYKOBOM TTePErOpOIKH BbI-
3bIBaeT 0Opa3oBaHME B Hauaje CUCTOIbI cull BeHTypH,
BTSITUBAIONINX TIEPETHIO W 33HIOI0 CTBOPKU MUT-

pPaJIbHOTO KJIariaHa B MTPOCBET BBIHOCSIIETO TPAKTa IO
HaIpaBJIeHHIO K Tieperopoake (crpenka). Cucroanye-
CKO€ IBUKEHME 3a[JHeil CTBOPKM KIepeau 00ycioBie-
HO JIN00 ¢ yIUTMHEHNEM, TU00 CMEIICHUEM B ITOJIOCTh
JIEBOTO KeJlylo4yKa Ha 0oJibliiee pacCTOSIHUE IO CpaB-
HEHMIO C TepeaHeil CTBOPKOM BCICACTBIE CMEIICHUS
KjanaHHoro Koiblia. CONpUKOCHOBEHUE CTBOPOK C
MEXCKETYIOUKOBOI TTEPErOPONKON B CEPeIHE CUCTO-
JIbl 00pa3yeT MPemnsTCTBUE Ha MyTH OTTOKAa KPOBU U3
JIEBOTO XEJIyTOYKa, YTO COMPOBOXKIAETCS BO3HUKHO-
BE€HMEM MO3IHEN MUTPAJIbHOM pErypruTaLluM.

Kak BumHO U3 pucyHka 3, rurnepTpodus JeBOro
XKeJlymouka, cybaopTajabHask OOCTPYKIIUsI, HapyIICHUS
JIMACTOJMYECKUX CBOMCTB U UILIEMUS MUOKapa TECHO
B3aMMOCBSI3aHbI ¥ TIOTEHIIMPYIOT APYT IpyTra.

OnpeneneHre OTHOCUTENBHOTO BKJIaJa 3TUX MeXa-
HU3MOB B TMCOYHKIINIO MIOKapaa B KaKIOM CIIydae C
MOMOIIBIO KJIMHUKO-(GU3UOJOTMYECKUX HUCCcenoBa-
HU UMeeT BaxXHOEe 3HAUCHME TSI ONITUMMU3AIINT KOp-
PeKIIMY TeMOAMHAMUYECKUX PACCTPOMCTB U KIMHUYE-
ckux nposgsiaenuit [KMII, a takxke npodunaktuku ee
BO3MOXHBIX OCJIOXKHEHUN.

MwuTpansHo-
cenTanbHbIn
KOHTaKT

Hauyano
CUCTOSbI

Puc. 2. MexaHu3M CUCTOIMYECKOTO ABMKEHUSI CTBOPOK
MUTPAJIBHOTO KJalaHa KIepeau Mpu OOCTPYKTUBHOM
I'KMII [1]:

Ao — aopra; JIIT — neBoe npencepave; MK — MUTpasibHBIN
KJanaH
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Puc. 3. OcHoBHBIe TaTodu3nonorndeckre Mmexanu3mel [ KMIT [1]:

OCI/ICT

MOJIEKYJIAPHBIE ACITEKTBI 'KMII
N TEHETUYECKOE HCCIEJOBAHHUE

OO01IenpyU3HAHHON SBIISIETCS KOHLIETILAS O TIpe-
MMYLIECTBEHHO HacjeacTBeHHoil mpupoae 'KMII,
TIPpY 3TOM OCHOBHOI TMIT HACJIEAOBaHUS — ayTOCOM-
HO-IOMWHAHTHBIN, OTHAKO BCTPEUYAIOTCS U ayTOCOM-
HO-PELIeCCUBHBIN TUIT HACIEIOBAHNUSI, M CTIOHTAaHHBIE
BHYTPUYTPOOHbIe MyTauuu. CeMeiHbIii aHaMHe3 3a-
ooseBannst ' KMIT BeisBasiercst B 33 — 50% Bcex ciy-
YyaeB, OCTaBIIYIOCS YaCTh COCTABJISIIOT CIIOpaanyecKue
(opmel (y OOIBHOTO HET POACTBEHHMKOB, MMEIOIINX
runeptpoduio Mmuokapaa). Cuyuraercsi, UTO CIIOHTaH-
Hble hopmbl 'KMIT umeroT Takke reHeTUYECKYIO
MPUYKMHY, TO €CTh BbI3BaHbI CAYYallHBIMU U/UJIN HEYC-
TaHOBJICHHBIMU MYTAIIUSIMU.

BriepBbie TOuHas JoKaaM3alMs TeéHa, OTBETCTBEH-
Horo 3a Bo3HuKHOBeHue 'KMII, Ha 14-it xpomocoMme
onuta yctaHoieHa B 1989 1. J. Jarcho u coaBT. OTM
TEHOM OKa3aJjicsl TeH, KOAUPYIOIIUii cuHTe3 u3odop-
MBI [B-TSDKENbIX 1IeNeld MUO3MHA — COKPATUTEIbHBIX
0eJIKOB, 00pa3yIoLIUX TOJICTbIe HUTU capKoMepa U CO-
craBisionnx okojio 30% Bcex 6enKkoB cepana. Takum
o0pa3oM, runepTpoduyeckas KapauoOMUOINaTUsI OI-
peneIsieTcsT Kak «3a00jieBaHIe capKOMepa» WIN, CCITN
TOBOPUTH 00Jiee TOUHO, «3abojieBaHe MUO(UIIaMeH-
TOB», IIPA KOTOPOM B TOJICTBIX, CPEIHUX Y TOHKNX MHO-
(bunaMeHTaX, COCTaBJISIOLIMX CapKOMeEp, OIpencss-
FOTCSI COTHU MyTalnii. B To skxe BpemMst MyTalimy 0eJIKOB
Z-nucka, 0eJIKOB, YJaCTBYIOIIMX B TPAHCIIOPTE Kajlb-
s, M1 MyTalliK, OTBETCTBEHHBIC 3a pa3BUTHE 00JIe3-
HU HapylIeHUsl HaKOIUICHUSI TIMKOTeHa, TakkKe 3a-
neiictBoBaHkbl B matoreHese ' KMIT [13].

Cpenn pa3JIMIHBIX STHUYECKUX TPYITI MallMEHTOB
¢ 'KMIT Haubosiee pacnpocTpaHEHHbIMU T€HETUYEC-
KMMM TOATUTIAMU SIBJISIIOTCS HocuTeau reHoB MYH7,
MYBPC3 u TNNT2, kotopble cocTaBisioT 15—25%,
15—-25% u <5% Bcex ciyuaeB 3abosneBanuss [KMII
cooTBeTCTBEHHO [3, 26—28]. ITo omy0IMKOBaHHBIM
naHHbIM Mayo Clinic, mpumepHo y 40% MalleHTOoB ¢

— CHUCTOJIMYECCKOEC CTCHOYHOC HAIIPAXCHUC, KI[,H — KOHEYHOEC IMaCTOJIMYECKOEC TaBJICHUC

kauHndeckumu mnposaeHusimu I'KMIT Oblia BbIsIB-
JIeHa MyTallMsI B OOHOM W3 BOCBMH TE€HOB, KOIM-
pyouux 6eJKu MUODPUIaMEHTOB. DTO MO3BOJUIIO
BHeAPUTH TeHeTuueckoe TectupoBanre ' KMII, ¢ uc-
clieloBaHMEM JBYX HamboJiee pacrpoCTpaHEHHBIX Te-
HeTuyeckux noarunoB: MYH7 u MYBPC3 [3,
26—28].

MucceHc-MyTauuu 6eJKOB, HEe CBSI3aHHBIX C cap-
KOMEpOM, BKJIIOUas ramMma-2-peryiasiTOpHylo CcyOb-
ennHuly AMP-akTUBUPOBAaHHON MPOTEUMHKMHA3HI,
konupyemyto reHoM PRKAG2, m nm3ocoManbHBIH
MeMOpaHHbII TpoTerH 2, Konupyembiii reHom LAMP2,
Takxke accouuupoBaHbl ¢ 'KMII [7]. TKMII, pa3-
BUBIIAsiCsS B pesyabrare mytanuu reHa PRKAG2,
MIPOSIBIISIETCS HE3HAUNTEJBHOM TUTIEPTPOGUEH MUO-
Kapaa, aHOMaJusIMU Pa3BUTUSI TIPOBOISIIEH CUCTe-
Mbl U aKKyMYJISIIUU [JIMKOT€HA B MUOLIMTAX U MPU
3TOM OTCYTCTBHMEM XapaKTEPHOM MPOCTPAHCTBEHHOM
NIe30pUEHTALIMU KAapAUOMUOLIMTOB. Y 3TUX MallUeH-
TOB pa3BMBACTCSI IPEABO30YKIACHUE XEJIYI0YKOB U
nporpeccupoBaHue 6JOKaabl MPOBOASIIEH CUCTEMBI
cepaua [6]. Myrauuu B rene LAMP2 npuBogsar k
pa3BUTHIO OOJIE3HU HAKOTJIEHUs TIMKOreHa (CUHI-
poM JlaHOHA), KOTOpas MPOSBIACTCS Ha CTaHIAPT-
HOI 2JIeKTpoKaparorpaMMe HaJIMYMeM BblpaskeHHOM
TUNepTpoUU U IIPEABO30YXKICHUEM KETYyIOYKOB
[13, 18]. TeHeTHueckoe TeCTHUpOBaHUWE Ha HalIU4ue
PRKAG?2- u LAMP2-tunos 'KMII yxe noctynHo B
knuHuke [14]. [ToMuMO YMOMSIHYTBIX BBIILIE MEPBUY-
HBIX reHetnyeckux npuuuH passutust ['KMII skce-
Mpeccust 3TUX TEHOB MOXET U3MEHSThCS 13-3a Tepe-
CTAaHOBKM OJHOTO HYKJIEOTHIA, PACITOJIOXEHHOIO B
KOIVPYIOIIEN WU PETYJISITOPHOMU YaCTU IPYTUX TEHOB,
He roBops YK€ 0 APYTUX BTOPUYHBIX MpU4nHax [5, 20].

LleHHOCTh TEHETMUYECKOIO TECTUPOBAHUS KOJICO-
setcs ot 30 1o 70% B 3aBUCUMOCTH OT TPYIIITBI UCCIIe-
nyembix nameHToB ¢ TKMII. YacToTa reHeTHYeCKOTo
BoisiBieHus ['KMII BbIlle mpy HaAW4YUKM Cy4aeB 3a-
OoJIeBaHMSI B CeMbe, TSLKEION TUIepTpodun, paHHe
MaHuecTtauuu 3a0ojeBaHUS U TPU HAJTUUUU UM-
mnantupoBaHHoro KB/I. Bosiee Toro, yactota BbISIB-
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JIEHWSI B HAaWOOJIbIIIE! CTeTIeH! 3aBUCHT, a 110 TaHHBIM
MYJIETUBAPMAHTHOTO aHalIM3a — 3aBUCUT MCKITIOUM-
TeJIbHO OT MpeacTaBiaeHHoi Mopdoaorun MZKIT [9].
OrnaTth Xe, BOCeMb TeHOB, KOJUPYIOIIUX OEJTKU MUO-
(bunamenTa, MCMOIb3yeMble B MPEIJIOXEHHOM TeCTe,
omnpenessiiorcss B 8% ciydaeB MpPU CUTCMOBUIHOM
MZKIT u no 80% cnyuaeB — ripu M2KII co cpenHexe-
JIyIOYKOBOI oOcTpyKiueit [9]. Dtn nBa aHaToMuiec-
KMX/MOPGhOTOTMYECKUX TOATUIIA TPEICTaBISIOT CO-
0oli HamboJiee YacTo BCTpevamllrecs KIMHUYeCKue
Buabl ['KMII, uTto mO3BOJSET MPENNONOXUTH BO3-
MOXHYIO POJIb TEHETUYECKOTO TECTUPOBAHUSI, OCHO-
BaHHOTO Ha IMpeaBapUTebHBIX JaHHBIX DX0KIT.

VY mauMeHToB ¢ TEHETMYECKUMM MYTallUSIMM, Xa-
paktepHbiMu 11t KMII, HaGaomaoTcs pasiudyHbie
YPOBHM 3KCITPECCUBHOCTH M BO3paCTHasl 3aBUCUMOCTh
IIeHeTPpaHTHOCTU TeHoB. K Tmpumepy, Hammdue
MYBPC3-reHotuna accolmupoBajioch C TMO3IHUM
pasBuTHeM TunepTpodun. B To ke Bpems B Apyrom
KPYITHOM UCCJIEIOBAaHUU He ObLIO BO3PACTHOM pa3HU-
LBl TIPH TIEPBUYHON JUATHOCTUKE TUTIEPTPODPUH MEXK-
ny MYBPC3-I'KMIT u MYH3-TI'KMII.

KIIMHNYECKAA KAPTHUHA I'KMII

KnuHuueckast kapTuHa runeptTpoduyeckoit Kkap-
IUOMHUOTIIATUM HEPEIKO HEeOOOIIeHMBAeTCSI M3-3a
0O0JIBIIOTO pa3HOOOpa3usl: OT aCUMIITOMHOIO Teue-
Hust (B 35—50% ciydaeB) 10 pa3BUTUS TSIKEIO0M cep-
JIEYHOW HEJOCTaTOYHOCTU, apUTMUK W BHE3aIMTHOMN
cMmepTu. Bo3pacT pa3BUTHS KIMHUYECKUX ITPOSIBIIC-
HUI BapbUpyeT OT MJiageHuyeckoro mo 90 yet, mpu
5TOM Y OOJIBITMHCTBA MAIIMEHTOB MaHU(ecTaIs 3a-
0oJieBaHUSI BO3HUKAET B IOHOM WJIM paHHEM B3pOC-
JoM Bospacte (no 25 nert) [18, 21]. 25% nauueHTOB
JIOXMBAIOT 10 Bo3pacra 75 ner u crapure [16, 17].
TKMII ognHakoBO 4acTO BCTPEYAETCS CPEeIu MYXK-
YUH W KEHIIWH, OMHAKO HEPeIKO HECBOCBPEMEHHO
BBISIBJISIETCS] CPeAu KEHUIWH, MpeAcTaBUTeNeil Oef-
HBIX CJIOEB HACEJICHUSI.

OCHOBHBIMU XaJloOaMU OOJIbHBIX SIBJISIOTCS 0O0JIb
B rpyaHoit kietke (30—40%), ombika (40—50%),
cepaueobueHust (okoso 50%), MPUCTYIBI TOJIOBOKPY-
xeHuii 1 oomopoku (10—40%). DTu kanoObl OTHOCH-
TeJbHO Yallle BCTpevaloTcsl U 0osiee BhIpak€HHbI MPU
pacnpoctpaHeHHOU runeptpoduu JIK, yem npu or-
PpaHUYEHHOUN, U MIPU HAJIMYUU BHYTPUKETYIOUYKOBOMI
00CTpPYKIIMHU, YEM MPU €€ OTCYTCTBUU.

ITo manHBIM cyTouyHOTO MOHUTOpUpoBaHus DKI,
aputMun otMmevatorcs y 75—90% o6GonbHbIx [KMII
[16]. YacToTa nx oOGHapyKeHUs BO3PACTAET C yBEJINUYE-
HUEM IJIUTEJTbHOCTM MOHUTOPUHTA, B CBSI3U C YEM Ha-
nbosee HameXKHBIM CUMTAETCS 72-4acoBasl perucTpa-
uust DKIT.

Knunanueckoe teuenne 'KMII rereporeHHo u 3a-
BUCHUT OT KOMIUIEKCAa CTPYKTYPHBIX U (DYHKIIMOHATb-
HBIX (paKTOPOB. K IIepBBEIM OTHOCATCS JIOKATA3ALINS 1

BBIPAXKEHHOCTh TUIEPTPOMUM JIEBOTO XKeJTymodKa W
€ro peMoJIeJIMPOBaHNE, a KO BTOPHIM — HAJTUYHME U BBI-
PaXXeHHOCTb JMHAMUUYECKOW cybaopTajibHON 0OCT-
PYKLIMY, TUACTOIMICCKON AMCOHYHKINU MHOKapIa,
ero MIIeMHUH Y HapylIeHWi puT™Ma. Y OTHUX OOJIBHBIX
CHMIITOMBI 3a00JIeBaHNS OTCYTCTBYIOT B TeUCHUE BCeit
>KW3HU, Y IPYTUX PaHO pa3BUBaeTCs cepaeyHast Hego-
CTATOYHOCTH, a TPETHU YMUPAIOT BHE3AITHO, 3a4acTyIO
Ha (oHe 1ojiHoro Oysaronoayuus. HeoOcTpyKTuBHbIE
dopmbl TKMIT B 1ie1om obnanatot 6osiee Gaaronpu-
SITHBIM TE€YEHMEM, MEHbIIE BBIPa)KEHHOCTHIO Orpa-
HUYEHUS (PYHKIIMOHAIBHOTO COCTOSIHUSI U OOJIbIIIEH
MPOAOJIKUTEIbHOCTBIO TIEPUONIOB CTAOMIU3AIINH.

Hawubosiee pacnpocTpaHeHHBIMU OCIOXHEHUSIMU
T'KMII aBasiorcst HapylieHUsI puT™Ma U IPpOBOAUMOCTU
M BHe3allHash OCTaHOBKa KpoBooOpallleHUsl. 3HauM-
TEJIHbHO peXe HaOMIOHAroTCS 3aCTOMHAST OMBEHTPHKY-
JISIpHAs cepaevyHasl HeIOCTaTOYHOCTh, MH(MEKIIMOHHbII
SHIO0KAPIUT U TPOMOO3MOOJINH.

APUTMHHU U APUTMOT'EHHBIE
MEXAHHM3MbI ITPHU T'KMII

Oco6enHocTeio TeueHus: [ KMIT sBnsietcs yrposa
BHE3aITHOI OCTaHOBKM KpOBooOOpaIeHus. B cTpykTy-
pe TPUYUH JIeTAIbHBIX UCXOMOB Ha €€ JOJII0 MPUX0-
IUTces B cpenHeM 67% [15, 23]. XoTst HU OOMH KJIMHK-
yecKuii, MopdosornyecKuii UM reMoguHaMu4eCcKui
nokKazaTesib He MO3BOJISIET BbISIBJISITh OOJIbHBIX, KOTO-
DPBIM YIpOXaeT BHe3amHasi CMepTh, UMEIOTCS YKa3aHUS
Ha ee BO3MOXHYIO CBSI3b C HECKOJILKUMU (paKkTOpamu
[1, 2]. K HUM OTHOCSTCS: MONOIOM BO3pPACT, OTSATO-
IIIEHHBINA CEMEWHBIN aHAMHE3 TI0 CJIy4asiM BHE3aITHOU
CMEPTU CPEIM POJCTBEHHUKOB, CHHKOIAJIbHbIE CO-
CTOSIHUSI B aHaMHe3€e, MEepeHEeCeHHas paHee CUMIITO-
MaTW4Has XeayJaouKoBas TaxuKapaus, pe3KO BbIpa-
XEeHHas cybaopTajbHasg OOCTPYyKIMSI B TIOKOE,
BO3HUKHOBEHUME UILIEMUU MUOKapJa U apTepualibHOM
TUMOTEH3UU TIPU HArpy30UHbIX Mpobax, BbIpaxkeHHasl
U pacIpocCTpaHEHHAs TUNEPTpoduss MUOKapaa, SIIH-
30bl HECTOMKOM XKEJTYJOYKOBOW TaxXWKApAUU TPU
XOJTepOBCKOM MoHMTOpupoBaHnu DKI, mHmIyKInIs
CTOMKOM KeTyTOYKOBOM TaXUKapAUW UIn hruOprsis-
LIMM XKEJTYI0UKOB MPU 3JEKTPOPHU3UO0JIOTUIECKOM HC-
CJIeOBaHMU, TIEPBUYHAS 2JIEKTpUUYECKass HeCTaOUIb-
HOCTb MMOKap/a KeJyI0uKOB, PUEHTPU TaxUKapAuHU,
HAJKEJIYNOYKOBBIE U XKEJIYLOYKOBBIE TaxUapUTMUU,
OpanvapuTMUU B pe3yJibTate TUCHYHKIIUU CUHYCHOTO
y371a 1 OJ0Kaj cepAlia, OCTpble HapYIIEHUsI TeMOIu-
HaMUKU.

OCHOBHOI1 TIPUYMHOI BHE3AITHON CMEPTU OOJIb-
Heix TKMII B Hacrosiiiee BpeMsl cUUTaeTCsl MepBUY-
Has 3JIEKTprUIecKasi HeCTaOWILHOCTD cepana — (Gpuod-
PWLISILIMS XKEJTyTOUYKOB.

I'KMII xapakTepusyeTcst HaTu4ueM y4acTKOB (hu-
Opo3a B MMOKape, HapyllleHeM apXUTEKTOHUKU KJie-
TOK ¥ HAJIMYUEM TUTIePTPODUPOBAHHBIX/IUCIIIACTII-
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HBIX MUOIIUTOB, YTO CO3/IaeT HETOMOTEHHYIO 1 HecTa-
OMJIBHYIO, TIPOAPUTMOTEHHYIO 3JICKTPUUECKYIO OCHOBY
[25, 29], koTopast MOXKeT ObITH OOYCIOBJIEHa OCOOEH-
HOCTSIMU MOP(OJIOTMIECKNX M3MEHECHUI B MUOKap/e
(ero mesopraHmzanueit, ¢pudpo3om), npeapacrosara-
IOIMMMK K TTOBTOPHOMY BXOIY BOJHBI BO30OYKICHMUS,
MPEeXAEBPEMEHHBIM BO30YXICHUEM KEJIyTOUYKOB Ye-
pe3 naTeHTHBIC 100ABOYHBIC ITPOBOISIINE ITyTH, OOHA-
pPYXMBaeMbI€ y OTAEIbHBIX OOJIbHBIX; UIIEMHET MUO-
kapna. JlokasbHasi HETOMOTEHHOCTb TPUBOIUT K
pa3BUTHIO MexaHu3Mma pueHTpu [5]. BapnabenbHOCTD
MPOCTPAHCTBEHHOW OpPraHM3allui MEXKIIETOUHBIX CO-
eIMHEHUI, TpaHCMYpaJibHasl U TpaHCCEeITaabHasl TUC-
Mepcust BEKTOPa PEroyisipu3aliiy, MEXKIETOYHBIX CO-
eIVHEHU#, BHYTPUKIETOYHOTO TOMEOCTa3a HMOHOB
KaJIbLIMST TIPUBOJISIT K HETOMOTEHHOCTH PAacIpOCTpaHe-
HUS IOTeHIMAa neiicTBust. [1pearmochuIk K HapyIie-
HUIO Tpoliecca pernojiapu3aluy MpeapacnoiaraloT K
BO3HMKHOBCHUIO TIO3THEN W paHHEH A0S pU3allii,
YTO SIBJISIETCS MICTOUHMKOM 3KCTpacucTosl. Masble cie-
JOBBIC TIOTEHIINAJIBI B KEIYIOYKaX ¢ HU3KOM aMIUIUTY-
JIOM ¥ BBICOKOI Y4aCTOTOI TPEACTaBISIIOT cOOOI aHO-
MaJIM1 pacripoCTPAaHEHUST UMITYJThCa U MOTYT ITPUBECTH
K PUEHTPU apUTMUM.

[TauueHTsI ¢ yBeIMYEHHOU MOJIOCTHIO MPeACepaAnit
W3-3a HAJIMIMS KJIAITaHHOM MaTOJIOTUH WJIU TIeperpy3-
K1 00BEMOM TIPEAPACITONIOKEHBI K Pa3BUTUIO HaJKe-
JIYIOYKOBBIX apUTMUiI, OCOOCHHO (OUOPMLISAINN
npenacepauii (PIT) [21]. Y HeKOTOpPHIX OOJBHBIX Hall-
JKeJTyIOYKOBEIC TaAXUAPUTMUU MOTYT CIIPOBOLIMIPOBATH
JKEJTyIOUKOBbIE HapylIeHUs] puTMa. Takue yciaoBus,
KaK 3JICKTPOJIMTHBIN AMCOaTaHC BCIEICTBUE TUYPETH-
YeCcKOoii Tepanuu 1 yaauHeHue nareppana O— T, a Tak-
K€ TIPOApUTMUYECCKIE CBOMCTBA aHTUAPUTMHUICCKUX
npenapaToB, KOTOPbIE YaCTO Ha3HAYAIOTCS OOJTBHBIM C
TKMII, MOoTyT YCKOPUTH pa3BUTHUE ITUX APUTMUIA.

[TaTodusmonornyeckne HapyiieHUs, TPUBOISI-
mue k BCC, BkiIoyaroT HaaKeay10uKOBbIe TaXxuKap-
IWW, CHUHYC-apecT, >XEJIYIOYKOBBIC TaXWUKapaWU,
WIIeMUI0 MUOKap/a U BHe3aITHbIe U3MEHEHUS TEMO-
OIMHAMUKN U3-32 (PU3NICCKUX W SMOIMOHAJIBHBIX
MPUYKH.

Hampmmep, mo maraasmM D. Anderson 1 coasr. (1983 1),
JKEJIyTOYKOBbIE HapyIIEHUSI PUTMa yIaBaJoCh BbI-
3Bath Y 14 (82,4%) u3 17 maumuenros ¢ I'KMII o
cpaBHeHu1o npuMepHo ¢ 20% B ciydae UBC. Cpenu
OOJIbHBIX, TIEPEHECIINX BHE3aMHYI0 OCTAHOBKY KPO-
BooOpameHus, L. Fananapazir u S. Epstein (1991 1)
WHIYIIMPOBAJIN KeJTyT0YKOBYIO TAXUKAPIAWIO UIN (pu-
OpWILTSLINAIO Kemyno4koB B 70% cirydaeB. 3HAYUTEb-
Hasl 4acTOTa MHIYKIINHU KEITyTOYKOBBIX apUTMUI OT-
MecYeHa TakKXe VY TAaIUEHTOB C OTSATOIICHHBIM
CeMEeHBIM aHAMHE30M, B KOTOPOM ObLIM yKa3aHWs Ha
BHE3aImmHyIo cMepTh (57%), 1 cTpagaolmux 00MOpPOKa-
mu (49%) (Fananapazir L. u coaBr., 1989). Cnenyet
OTMETUTD, OTHAKO, YTO B TTOAABJISIONIEM OOTBITMHCT-

Be ciydaeB ' KMIT-unayuupyemas xxeayaoukoBasl Ta-
XUKapIWsT HOCUT TMOJUMOPGhHBIN XapakTep, YTO MO-
JKeT OBIThb CBSI3aHO CO CBOMCTBEHHOII 3TOMY 3a0oJe-
BaAaHUIO HETOMOTEHHOCTBIO BHYTPMIKEIYIOUKOBOTO
MPOBEIECHUS K3-3a OOIIMPHBIX YYACTKOB XaOTHYHO
PACITOJIOXKEHHBIX KapIMOMHOIIUTOB M MHOXECTBEH-
HbIX oyaroB ¢uopo3a. Y yactu 6oabHbIX [KMII BHe-
3aITHasl cepIedHasi CMEPTh, ITO-BUANMOMY, 00YCIIOBIIe-
Ha MEepBUYHBIMU HapYIIEHUSIMU MPOBOAMMOCTU. Tak,
WMEIOTCSI HAaOJIONICHUsT Pa3BUTHSI CTOMKON acUCTOINN
KelynoukoB y 6onbHbIX [ KMIT ¢ cunapomom ciaboc-
TH CUHYCHOTO y3J1a, a TAaKXXe B CBSI3U C BOSHUKHOBEHU -
€M TIOJTHOM aTpHOBEeHTPUKYIsIpHOIT Ookanb! (Tagik A.
U coanT., 1973, u ap.). I1o nanubiM L. Fananapazir u
S. Epstein (1991 1.), cpenu mepeHeCHINX BHE3aITHYIO
OCTaHOBKY KPOBOOOpAIIIeHHS C YCITeITHOM peaHnMa-
el mUcYHKINUS CHUHYCHOTO y3/Ia OoTMedailach B
47% ciydaeB, HapyLIEHUST IPOBOIUMOCTH I10 CUCTE-
Mme [uca—Ilypkunbe — B 23% u ynaiMHeHUE aTPUOBEH -
TPUKYJISIPHOU MPOBOAMMOCTU — B 3% ciydaeB. Bo3-
HUKHOBEHMIO (haTaJbHBIX OpamuapUTMUN MOXKET
CMOCOOCTBOBATh TAKXKE YaCTOE MPUMEHEHHUE JIJIsI JIeue-
HUS CHUMIITTOMAaTUYHBIX OOJBHBIX MEIWKAMEHTO3HBIX
MpenapaToB, YTHETAIOIINUX (DYHKITMIO CUHYCHOTO U aT-
PUOBEHTPUKYISIPDHOTO Y3JI0B, TaKUX, Kak [-aapeHo-
0JI0KaTOpPHKI, BepanaMuJl U Auiituaszem. PeajibHO rpu-
yuHOI BHe3anmHoil cmepTu nipu 'KMII sBisiercst ocT-
poe HapyIIeHNEe TeMOIMHAMUKNA — Pe3KOe CHUKCHME
BBIOpOCA KPOBU B A0PTY, BIUIOTH JIO €T0 TIOJIHOTO Tpe-
kpamieHnss. OHO MOXeT OBITh OOYCIIOBJICHO BHe3all-
HBIM YBEJIMYEHUEM OOCTPYKIIMY MO 1EHCTBUEM TaKUX
ITOJIOXKUTEIBHBIX MHOTPOITHBIX (PaKTOPOB, KaK (pu3u-
yeckasi Harpy3ka M 3MOLIMOHAJIbHOE HampsKeHUE, a
TaK:Ke MoJ, ACUCTBUEM TUTIOBOJIEMUN U apTepUATbHOMN
runoTteH3uu. IlocleaHIO0 MOTYT BbI3BaTh (pu3mMuec-
Kasl Harpy3Ka BCJICICTBUE HeaJIeKBAaTHOTO CHIDKECHUS
nmepudepruIecKoro COCYIUCTOrO COIMPOTUBICHUS U
MaTOJIOTUUYECKasl aKTHBALMSI OapopelielTOPHOTO pe-
dJiexca, conpoBoxaaeMasi OpaguKapauei.
Dubpurrsiyus npedcepouti. OUOPMIUIAINS TIPE-
cepauit — HamboJIee YacTass HaIKeIyTOUKOBas apuT-
mus, Habmogaemas npu 'KMIT [21]. B koHeuHOM
cuete y 20—25% naumentoB ¢ 'KMII pasBuBaetcs
napoKcHU3MabHast Wi roctossHHas popma PI1, uto
CBSI3aHO C YBEJIMYEHHEM IIOJIOCTH JIEBOTO IIpeacep-
IWST U MUTPAJIbHOM HeAoCTaTOYHOCThIO [19, 21, 24].
IMauueHTsl Oosee crapiiero Bo3pacra, ¢ MOCTOSTHHO
MOBBIIIEHHBIM CHCTOJIMYECKMM M KOHEYHBIM JIHMa-
CTOJIMYECKUM JIaBJICHUEM B JIEBOM KeJIyI0UKe, HAJIH -
JreM IMACTOTMYECKOM TUCchYHKIIUM OoJiee TIpeapac-
MOJIOKEHBI K mocTossHHOM (opme DIT BciaemcTshe
YBEJIMYEHUS TIOJIOCTH JieBoro Tipencepaus [19]. Mo-
JIOJbIE MALIMEHTHI C BBIPAXKEHHOM OOCTPYKILIMEH ITy-
Teil OTTOKA M3 JIEBOTO KeJyIoUKa TaKKe UMEIOT BbI-
COKMI PHUCK Pa3BUTUSL TapOKCU3MaTbHON (HOPMBI
@®I1. Pasputue GubOpuasguUu Npeacepauii mpu
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I'KMIT accouuupyeTcs ¢ mporpeccupylolieii cepaed-
HOI HEIOCTaTOYHOCTBIO M IPOTPECCHUPOBAHUEM Ca-
moro 3abosieBaHus [19]. M3-3a MOBBILLIEHHOTO pUCKa
Pa3BUTHSI TPOMOOIMOOTMICCKIX OCTOXKHECHUI aHTH -
KOaryJsiHTHasi Tepanus (Hampumep, BapdapuHOM)
JIOJKHA Ha3HAYAThCSA KaK MOXKHO paHbIIe (yxKe ITocie
OIHOTO-IBYX 3aperuCTPUPOBAHHBIX MapOKCHU3MOB
®IT). Y HEKOTOPBIX MAIMEHTOB HAIKETYI0YKOBBIE
TaxuapuTMUU MOTYT CIIPOBOILIMPOBAThH XKeJIyT0YKOBbIE
HapylieHus putMa [8], oIHAKO B HACTOSILEE BPEMs
HET T0CTaTOYHBIX 10KA3aTeIbCTB, FTOBOPSIIIMX O CBSI3U
®IT u BHe3ammHOM cepaeuHoi cmepty npu ['KMII.
Tem He Menee Hammume PI1 accoummpoBaHO CO
CMEPTHOCTBIO OT CepJCYHONM HEeTOCTaTOYHOCTU U pa3-
BUTHEM MHCYJIBTAa. AMHOIOPOH SIBIISICTCS IIperiapaToM
BBIOOpA /15T TIpoMIakTUKU TTapokcu3moB @II, B To
Ke BpeMs Ipu mocTostHHO# dhopme PIT ciaemyer Ha-
3HayaTh MpenapaThbl, KOHTPOJUPYIOIIUE PUTM CepI-
11a, 0eta-06oKaTopsl 1 Bepanamui [21]. B HacTosee
BpeMsl HET €AMHOr0 MHEHMSI B OTHOILIEHUU METOIOB
XUPYPTUIECKOTO JIeUeHUS (DUOPMIIISIIIUM TIpeacep-
MU pagTuovyacTOTHas abaalusl, XUpypruyeckKuii «jia-
OUPUHT» WIM UMIUIAHTAUUSI TpeacepaHoro aeduod-
pusitopa [24].

Jlpyeue npedceponvie maxuapummuu. ITpu I'KMII
TakXKe Pa3BUBAIOTCS HAIXETYAOYKOBas TaXWMKapaus,
AB-610kaga u cuHycoBas Opaaukapausi. CUHIpoM
Bonbda—ITapknHcoHa—YaiiTa ToXe MOXET HaOIIIo-
natbest mpu [KMII. bonee Toro, Hanuuue 3TOro CUH-
npoma npu 'KMII moxeT cBUIETENbCTBOBATh O €€
CBSI3U C 0O0JIE3HBIO HAKOILUIEHUS TJIMKOIeHa BCIEICT-
BUe Haynuust myTaruii B reHe PRKAG?2 [6].

Keaydouroevte apummuu. KenynoukoBble apuT-
MWU SBJISIIOTCS HAaMboJ1ee paclpOCTPAHEHHBIMU apUT-
musaMu 'y 6onbHbIXx [KMII. ITpu xonrepoBckoM MO-
HUTOPUPOBAHUM OHU perucTpupylorcss B 50—83%
ciydaeB. [IpumepHo B 50% ciyuaeB Kenyq0YKOBbIC
APUTMUU TIPOTEKAIOT OECCUMIITOMHO W BBISIBJISIIOTCS
JINIIb TIPU IJIUTeTbHOM MoHMTOpupoBaHum DKI. B
HCCJIeOBAaHNM, BKITIOUMBIIEM 178 B3pOCIbIX MallMEeH-
toB ¢ TKMII, 90% nMeJiu ety 10uKOBble HapyIIeHUs
pUTMa, B TOM YKCJIe PAHHIOIO JIETOSpU3aLIUIO XKeTy-
JI0YKOB (88%), KyILIeThbl XKeJIYIOYKOBBIX DKCTPACUC-
tout (42%), HeyctoiturBble mapokcuambl KT (31%) u
MMAapOKCU3MBI CYMPaBCHTPUKYISIPHON TaXUKapIuK
(37%), BbISIBJICHHBIC IPX PYTUHHOM CYyTOYHOM MOHM-
topupoBanuu OKI (xontep) [4].

bpaouapummuu. bpagukapnus MOXeT IIPUBECTU K
CUHKOIAJbHOMY COCTOSTHUIO W SIBJISIETCSI MEHEe Yac-
TOI IMIPUYMHON BHE3aITHOW CMEPTU. YCTAHOBJIEHO, UTO
OpamuKapauvs yalle BCTpeyaeTcsl y MalueHTOB C T'M-
nepTpodueii cpeTHel U HUKHEN YaCcTh MEXKKeTya0d-
KOBOIi MeperopoJKu. ¥ HEKOTOPhIX MallMEHTOB ¢ Opa-
IUAPUTMUSIMUA €CTh HEOOXOAMMOCTh B MMILIAHTAIINH
KapauocTuMmyJisitopa. PyTuHHoe amOyinaTopHoe Ha-
OJI0JeHUE MMeEET HU3KYIO0 IMOJIOXUTeNbHYIo (9%) u

BBICOKYIO OTpHLATENbHYIO (95%) MPOTHOCTUYECKYIO
LIEHHOCTH omnpeneneHus pucka BCC [4].

CTPATHO®UKAIIMA PUCKA BHE3AITHOM
CEPAEYHOU CMEPTH Y ITAITUEHTOB
CT'KMII

Tuneptpoduyeckass KapaAuoMUOIaTUsI OTBETCT-
BeHHa 3a 0oJiee YeM ITOJIOBMHY BCEX CIIydyaeB BHe3all-
HOW CEepIeYHON CMEPTU Y MOJIOIBIX JIIOJIEN B BO3pacTe
1o 25 net. O61Iast CMEPTHOCTh B 3TOW TPYIIIE COCTAB-
Jisiet MeHee 1%, HO B MTOATPYIIIe NMallMeHTOB BHICOKO-
ro pucka gocruraet 5—10% B rox [16].

B Hacrosiee BpeMsi HET HM OMHOTO KJIMHUYECKO-
ro, MOp(MOJIOrMYecKOro, reHeTUYECKOTo WK JIEKTPO-
(U3MOTOTUUECKOTO TTOKa3aTeIsI, KOTOPHIN OBl SIBJISLI-
Csl €AMHCTBEHHBIM HaAEeXHbIM TPEAUKTOPOM pUCKa
BHE3aImHOU cepaeuHoit cmeptu y 6oibHbIX [KMII. B
NEeUCTBUTEIBHOCTU K TPYIIE MalldeHTOB BbICOKOIO
pucka pa3putusg BCC oTHOCSITCS MAlIMEHTHI, KOTOPBIE
yXe MepeHecIu BHEOOJIbHUYHYIO OCTAaHOBKY Cepiey-
HO IesITeTbHOCTU YUIM (DUOPWILISIINIO KEIYIOIKOB.
K ycTaHOBIIEHHBIM «MalIbiM» (PaKTOpaM pHUCKa OTHO-
CATCSI: aHOMAJbHAs pPeaklUsl apTepUaIbHOrO NaBJie-
HUs Ha U3NYECKYIO0 HArpy3Ky, BbIpa’keHHasl TUIIep-
Tpodus, ceMeiHbIII aHAMHE3 BHE3alTHOU CepaeyHon
CMEPTU U SMU301bI HEYCTOMYMBOM KEJIYIO0UKOBOM Ta-
XUKapAUU, BbISIBICHHBIE MPU CYTOYHOM XOJTEPOB-
ckom MoHutopupoBaHuu DKI, HeoOObICHUMEBIE DTN~
30[Ibl MOTEPU CO3HAHUSI, OCOOEHHO TMpPHU 3aHATUSIX
crioproM [15, 16, 23]. B moroaHeHre K BhILIETEpEYHC-
JICHHOMY Ha TeuyeHue 3a00JIeBaHUsT OKa3bIBalOT BIIMSI-
HUE YpOBeHb (mOpo3a, TMArHOCTUPOBAHHBIC IIPU
MPT cepaua ¢ ranoaMHOM reHeThuYecKas peapacio-
JIOKEHHOCTb U OOCTPYKIIMS BBIBOJHOIO OTAEJA U3 Jie-
BOTO XKeJTyl0YKa.

Takum 00pa3oM, paHHSISI AUArHOCTHKaA 3aboJieBa-
HUs1, BKJIoyaroias B oM yucie u JIHK-auarsHoctuxy,
JlaeT BO3MOXHOCTb MPEABUIETh pa3BUTUE 3aboJieBa-
HUS OO TOSIBICHUS €r0 CHUMIITOMOB, YTO ITO3BOJIUT
OCYILIECTBJISITh paHHEe HaOJIofeHNE 3a MAllMEHTOM U
YMEHBIIIUTD BEPOSITHOCTh HEOJIATOTIPUSITHOTO UCXOa.
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MEXAHU3MBI HAPYIIIEHU PUTMA CEP/IIA

JI. A. boxepua®, 0. JI. boxepus, JI. A. Iiywixo

Hay4yHbIli LEHTP cepaevyHO-COCYyaNUCTON XMPYPrun Um
PAMH, MockBa

Hapyirenust putma cepiia MOTYT OBITh OIpenese-
Hbl KaK OTKJIOHEHHE OT HOPMAJbHOTO CEPIEYHOTO
pUTMa M / WA PUTM, KOTOPBIA He SIBJIsIeTCsT (DU3HOTI0-
TUYEeCKUM. APUTMUU OBIBAIOT DPETYJISIPHBIMHU, KaK B
ciyyae MOHOMODPGhHBIX TaXUKapAWii WIN TPEreTaHusl,
U HeperyasipHbIMU, KaK B ciiydae (pUOPWIISLINY WIN

. A.H. BakyneBa (oup. — akagemuk PAMH J1.A. Bokepwusi)

noauMopdHoi Taxukapauu. Kpome Toro, BbIIEISIOT
HapylLIeHUsI pPUTMa OTHOCUTEJIBHO JOOPOKAYECTBEH-
Hble, HaMpUMep MNPEXIeBPEMEHHbIE XXETyI0YKOBbIE
cokpareHus (I12KC), u 3mokauecTBeHHEIE, B YaCTHO-
CTU GUOPUILISILIUIO KETYTOUYKOB, CITOCOOHYIO TTPUBEC-
TH K BHe3arrHo# cMeptu. CaMoil pacripocTpaHEHHOM
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Tao6numa 1

MexaHu3Mbl npeacepaHbIX U 2KEJTy109YKOBbIX TaXl/lapl/lTMI/lﬁ

Taxuapurmust

MexaHu3m

Jluama3oH 4acToThl, yiI/MUH

CuHycoBasi Taxukapaust
PueHTpU CHHYCHOTO y3/1a
IMpencepaHas Taxukapaus

Tpeneranue npeacepauit

DdubpunasLms
npeacepani

HamxenynoukoBast TaXMKapamsi —
AB-y37n0Bast peMnpokHas

HamxenynoukoBast Taxukapaus —
JIOTIOTHUTENbHBIN TTyTh (WPW)

YckopeHHbI
WIMOBEHTPUKYJISIPHBIIA PUTM

2KemynoukoBast TaxuKapaust

KenynoukoBasi TaxuKapaust
13 BBIBOJHOTO TPAKTa
MPaBoro XeJayJ04Ka

PuenTtpu Hoxku nyuka [uca

TMupysTHas XKeTya04KOoBast
TaXUKapIus

ABTOMAaTH3M (HOPMAaJTbHbI)
PuenTtpu
PuenTpu, aBTOMaT3M WU TPUTTEPHAST

aktuBHOCTb (ITI1/1, 0OycoBIeHHbBIE
WHTOKCHKAIIMEW CepIeUHBIMU TITMKO3UIaMM)
Puentpu

PuenTtpu

ITpoBeneHue GUOPUISALIMU OT TPUTTEPHBIX 30H
yCTheB JierouHbIX BeH 1 BITB

Puentpu

Puentpu

AHOMaJIbHBII aBTOMaTU3M

PV[CHTpI/I aBTOMaTU3M

Tpurrepnsbiii? (ITTTI)

Puentpu

PITJI-uHayLmpoBaHHast TpUrrepHast akTUBHOCTD,
MoAepKUBaeMasi pUEHTPU

> 100
110—180

150—-240

240—350 (B 0OCHOBHOM)
300+20

240—-450

120—250 (B ocHOBHOM)
150—220

140—250 (B ocHOBHOM)
150—220

>60

120—300 (B ocHOBHOM)
140—240

120-220

160—250 (B ocCHOBHOM)
190—240

>200

IIpumevanue. IO — no3auss noctaenonaspusauust; PI11 — panusis noctaenonspusauus; BIIB — BepxHsist monas Be-

Ha; WPW — cunapom Wolff—Parkinsone—White.

YCTOMYMBOU apUTMUEN B KIMHUYECKOU MPAKTUKE SIB-
JisieTcst (puOpUILISILIUS TIpeaCepanii.

B mocnenHue roasl HaOMOMAETCI 3HAYUTEIBHBIN
nporpecc B MOHUMaHUU MOJIEKYJISIDHBIX, TEHETUYEC-
KUX U 2JIEKTPO(U3NOTOTUUECKUX MEXaHU3MOB, Jie-
JKalllMX B OCHOBE Pa3BUTHUS pa3HOOOPa3HbIX HapyllIe-
HUIl cepaeyHoro putMma (Ta6in. 1) m HapymeHus
nposoauMocTH. [Iporpecc B MIOHUMaHUU 3TUX SIBJIE-
HUI ObLT 00YCJIOBIEH MHHOBAIIMOHHBIMU Pa3padoT-
KaM¥ B 00JIaCTU T€HETUYECKUX OCHOB U MPeapacrio-
JIOXKEHHOCTH K DJIEKTPUYECKON TUCHYHKIINU CEPALIA.
OpnHako, HECMOTPsI Ha 3TU JOCTUKEHUSI, OCTAIOTCS
BOIIPOCHI, CBA3aHHbIE C (DOPMUPOBAHUEM JAHHOU
rnarojoruu. B naHHol cTaThe paccMaTpuBalOTCs Ha-
IIX COBPEMEHHbIE MPeCTaBIeHUS (110 Mepe BO3MOXK-
HOCTHU B XPOHOJIOTUYECKOM TIOPSIAKE) O KIETOYHBIX,
MOHHBIX, TEHETUYECKUX U MOJEKYISIPHBIX MEXaHU3-
MaX, OTBETCTBEHHBIX 3a HApYIICHWS CEepACUYHOTO
puTMma.

CepreuHyl0 apUTMUYECKYI0 aKTUBHOCTb MOKHO
KJaccupUuUUpoBaTh KakK MacCUBHYIO (HampuMep, aT-
PUOBEHTPUKYJIsIpHast OJiokanga) U akTUBHYyl0. Mexa-
HU3MbI, OTBETCTBEHHbIC 32 aKTUBHbIC HAPYLICHUS
CEpIeYHOro pUTMa, KaK MpaBUiIo, ACJISITCS Ha ABE OC-
HOBHbIE KaTeropuu: 1) yCuieHHOEe WM aHOMaJbHOE
(dopmupoBaHue UMMyIbca, 2) PUCHTPU (ITOBTOPHBIA
Bxon) (puc. 1).

J171s1 BOBHMKHOBEHUSI TOBTOPHOTO BXOJIa UMITYJIbCa
HEOOXOIUMBIL:

— HaJu4yue ABYX WIM 0ojee MyTeil MPpOBEaeCHMS,;

— oJHOHampaBjeHHasi (M1 BpeMeHHasl AByHa-
IpaBJIeHHAas1) OJIOKaja TPOBEIACHMSI MMITYJIbCa B OII-
HOM U3 MYTEWH;

— 3aMelJieHHe TPOBEICHUS MMIIYJIbCa IO CMEX-
HBIM OTZIEJIaM MUOKapa, T0CTaTOYHOE ISl TOTO, YTO-
OBl UMITYJIBC MOT PETPOTPATHO MTPONTH MECTO OJIOKA-
IIbl U TIOBTOPHO AEMOJISIPU30BaTh y4acTOK MHUOKapaa
MpOKCUMabHee OJIOKaIbI.

Bo3HMKHOBEHUIO apUTMUIL O TUITy TTOBTOPHOIO
BXOJIa CITOCOOCTBYIOT 3aMeJIEHUE CKOPOCTU MPOBeE/Ie-
HUSI 1 YMEHBIIIEHUE TTPOIOJIKUTEIBHOCTH pedpakTep-
HbIX TieproaoB. Hanbosee yacTbiM mpeapacrioiarato-
M (HaKTOPOM SIBIISIETCSI PA3HOCTDb IPOIOJIKUTEIb-
HOCTH pedpaKTepHBIX IEPUOAOB B pPa3sIMIHBIX
oTmejlaX WM KJIeTKax Muokapma. IIpoBemeHme mm-
MmyJibca OJOKMPYETCsl Ha YPOBHE KJIETOK, BXOISIIUX B
3 deKTUBHBIN pedpakTepHbIil nepuon (DPID), M-
MyJIbC HOPMaJIbHO MPOBOJIUTCS IO MOJHOCTHIO BO30Y-
MUMBIM KJIETKaM, a Ha YPOBHE KJIETOK, HAXOMSIIUXCS
B oTHocuTeabHOM pedpakrtepHoM mnepuoge (OPIT),
HaOiogaeTcs 3aMeJieHUe MPOBEAECHUS WMIYJbca.
B pesynsraTte MMIyabC MOXKET BEPHYThCS K KIIETKE,
Koropas 6bu1a B OPII ¢ MpoTUBOMNOJIOXHON CTOPOHHI,
€CJIM OHA 3a 3TO BPeMsI BBIIILIA U3 COCTOSTHUS pedhpak-
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TepHOCTH (TTOBTOPHBIN Bxox) [2]. Da3za 2 puentpu [32]
SIBJISIETCSI MHTCPECHBIM acIleKTOM (POpMHUpPOBaHUS
apUTMMU 10 TUITY TOBTOPHOTO BXOMAA, CIIOCOOHA 00b-
SICHUTB pa3BUTHE SKCTPACUCTOTNICCKON aKTUBHOCTH.
MexaHU3MBI, OTBETCTBEHHBIC 32 aHOMaJTbHOE (DOPMMU-
pOBaHWE MMITYJIbCa, BKJIIOUAIOT TIOBBIIIIEHUE aBTOMa-
TU3Ma U TPUITEPHYIO aKTUBHOCTH. ABTOMATHU3M MOX-
HO TaKkXe IMOApa3le/UTh Ha HOPMaJbHYIO, aHOMaJIb-
HYIO U TPUITEPHYIO aKTUBHOCTD. [lociieqHsiss, B CBOIO
ouepenb, MpeacTaBlIeHa paAHHUMU U TO3IHUMMU MTOCT/E-
noJisgpu3zanusaMu. HemaBHME MCClIeqoOBaHUS BBISIBIIN
HOBBI MeXaHM3M, Ha3blBacMblil MO3IHEH cragueil 3
PITJ, saBasiomuiics MpOMEXYTOYHBIM MEXIy MeXa-
Huszmamu, odoycnosiaeHHbIMU PIT u ITIT/I [10]. Kito-
YEBBIM pa3IMUMeM MEXKIY aBTOMATHU3MOM M TPUITEp-
HOI aKTUBHOCTBIO SIBJISIETCSI TO, YTO MEPBbIA MOXET
TOSIBUTHCSI 3aHOBO, @ BO3HMKHOBEHUIO BTOPOTO JTOJIX-
Ha TPEeIIIeCTBOBATh aKTUBAIMS (3TUM OOYCIOBICH
TEPMUH «TPUITEPHAast aKTUBHOCTb»).

AHOMAJIbHOE ®OPMHUPOBAHUE
HNMIIYJIbCA

Hopmaavnoui aemomamuzm. ABTOMATU3M — 3TO
CITOCOOHOCTh KJIETOK cepala K CO3TaHWIO CITOHTaH-
HBIX TOTeHLMaNoB AciicTBus. CIIOHTaHHAas aKTUB-
HOCTb SIBJISIETCSI PE3YJITaTOM AUACTOJIMUECKON JIeTo-
JIIpU3aluy, OOYCIOBJICHHOM BXOASIIUM TOKOM BO
BpeMsT (a3el 4 TOTeHIIMAJA IECUCTBUS, B pe3ysIbraTe
Yero MeMOpaHHBIN TOTEHIUAT TOCTUTAET MOPOTOBBIX
3HaYeHUt (puc. 2, ciesa).

Cunoarpuanbabiii (CA) y3ea 0OOBIYHO TeHEepUpPYeT
MaKCUMaJIbHOe KOJWYECTBO COOCTBEHHBIX WMITYJIb-
coB. Bce ocranbHble meiicMeiikepbl YIIOMMHAIOTCSI B
KavyeCcTBe BCIIOMOTATeJIbHbIX WJIM CKPBITBIX, TaK KakK
OHU MMPUHUMAIOT Ha ce0s1 (PYHKIIMIO MHULIUUPOBAHUS
BO30YXIEHHUs cepalia ToabKo Toraa, korma CA-yzen
HE B COCTOSHUM T€HEepHPOBAaTh UMITYJIBCHI MM KOTHa
3TU UMITYJIbCHI HE MOTYT pacrpocTpaHsThes. CylecT-
BYeT MepapXusl CpelIr BCIIOMOTaTeJbHBIX BOIUTENICH
puTMa, OO0JIaJaIOIIMX HOPMAaJbHBIM aBTOMATU3MOM:

Puc. 1. Knaccudukannsi akTHBHBIX MEXaHU3MOB Cep-
JICYHBIX apUTMUIA

[

Puc. 2. [lepexon oT HOpMaJILHOIO aBTOMAaTU3Ma K aHO-
MaJIbHOMY (AeToisipu3aliysi BbI3BAHHOIO HU3KOI aKTUB-
HOCTbIO HaIpsiKeHUsI) B BoJIoKHaX [TypkrHbe

MpeacepaIHbIC BOOUTEIN PUTMa TCHEPUPYIOT UMITYJIb-
Chbl ¢ 0OJIbIIIEI YaCTOTOM, YeM BOAUTEIU pUTMa U3 AB-
COEIMHEHUSI, a OHU, B CBOIO OUYEPEb, BbIpAdATHIBAIOT
WMITYJIbCHI ¢ OOMBIIEH YacTOTOM, YeM NeiicMeiiKephl B
KeyI04YKax.

HMoHHBIC MeXaHU3MBI, JIeXKallle B OCHOBE HOP-
manbHoro apromatusma CA- u AB-y3/10B U cuCTEMbI
[lypkunbe, BKIOYAOT: 1) aKTUBMPOBAHHBIN THUIIEP-
nossipusanueii Bxogawmii Tok (Ig) [17] u/vmm 2) npe-
KpaueHue Beixona Toka kamud (Ig). Bxuan I Iy ot-
nuyaetrcs: B CA/AB-y3nax u B BosokHax [lypkuHbe
W3-3a pa3INuMsl YPOBHEH MOTCHIMAIOB B 3THX IBYX
TUIIaX NeicMeiikepoB (Hanmpumep, oT =70 1o -35 MB u
ot -90 10 -65 MB cooTBeTcTBeHHO). BKI1a ipyrux mo-
TEHIMAJI3aBUCUMbBIX TOKOB MOXET TakXKe OBbITb pa3-
HBIM B pa3JIMYHbIX TUMAX KJIETOK cepaua. Hampumep,
I, L-Tuna yyacTByeT B IO31HEH CTaIUK AUACTOIAYE-
ckoit nenonsapusauuu B CA- u AB-y3nax, HO He B BO-
nokHax Ilypkunbse. B uccnenosanusix J. Huser u co-
aBT. Obln onucad Bkaan T-tuma I, B KieTkax
BoOuTENIsT puTMa Tipeacepauii. IlocieaHuit, aKTUBU-
POBaHHBII HU3KUM BOJIBTaXeM, CITOCOOCTBYET BHICBO-
OOXKICHHNIO KBNS M3 CapKOIJIa3MaTUUeCKOTO pe-
TUKYJyMa, 4TO, B CBOIO oOuYepelb, CTUMYJUPYET
Bxomsammii Iy, ¢, [22]. TeHeTnueckue HapymieHUs
T-tuna Ca2* cyobenuHULIBL, GOPMUPYIOLIEH ITOPLI Ka-
HastoB (Cav3.1/a.1G), BRI3BIBAIOT 3aMeIJICHIE aBTOMA-
ti3ma B CA- u AB-y3nax. Bo3pacranue noreHimana
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JIeficTBUSI 00ecreynBaeTcsl B 3HAUUTEIbHON CTeNeHU
3a CcueT OBICTPhIX HATPUEBBIX TOKOB B cucrteme Iu-
ca—IlypkuHbe M TPEeUMYLIECTBEHHO MeIJIEHHBIX
KanbueBbIX ToKOB B CA- n AB-y31ax. B Hacrosiee
BpeMsl yaessieTcsl 60b110e BHUMAHUE POJIM MOHHOTO
BHyYTpeHHero Toka (lgp), a Takke BBICBOOOXKIEHUIO
Ca?t u3 capkorurasmarudyeckoro perukyiayma (CP)
[1]. HecMoTps Ha oOLIMpPHBIE 2IEKTPOPU3UOTOTHYEC-
KMe HCClIeNoBaHMsI, MOHHbIe MexaHu3Mbl CA-mes-
TEJILHOCTU MercMekepa MepBOro MopsaKa OCTaloTCs
HESICHBIMU.

CKOpOCThb, C KOTOPOH TIeicMelKepHbIe KIEeTKU
WHUIIAMPYIOT UMITYJbCHI, OMPEaesseTcs B3auMOeii-
CTBUEM clenyrouux Tpex (akropos [15]: 1) makcu-
MaJIbHBI ITMACTOIMYCCKUI TMOTEHIIMAN; 2) TOPOro-
BBIIi TTOTeHLIMAI; 3) HAKJIOH (pa3bl 4 ACMOJSIpU3aALMU.
N3menenune 11000ro u3 3tux (PakTopoB MpPUBEIET K
W3MEHEHUIO BpEMEHU, He00XoaMMOTo 1Jis (passl 4 ae-
THONSIPU3AIUN C IIEJIbI0O M3MEHECHHSI MEMOpPaHHOTO
MOTeHIIMajla OT MaKCHMMaJbHOTO JAMACTOIMYECKOTrO
YPOBHS OO IOPOTOBOTO, M, CJIEIOBATEIIbHO, M3MeE-
HUT CKOPOCTh MMIyJIbCa MHUIIMUMpOBaHUs. Ecau
MaKCUMaJIbHbI AMACTOIMYECKUI MOTEeHIIUAT YBEIU-
yuBaeTcs (CTaHOBUTCS 0o0Jee OTPUIIATEIbHBIM),
CMOHTaHHas AETOoJsIprU3alisl K MOPOroBOMY MOTEH-
LMay 3aiiMeT OOJIbllle BpeMEHU M CKOPOCTb MHUIIM -
UpoBaHUS UMMyJbca 3amemiutcs. [lapacumnaruyec-
K€ M CUMITAaTUIECKNE BIUSIHUSA, TaK K€ KaK BHEKJIC-
TOYHBIN YPOBEHb KaJlMsI, MOTYT U3MEHUTb OIVH WU
HECKOJIPKO M3 3TUX TpeX MMapaMeTpOB U TaKUM oOpa-
30M MOAYJIMPOBAaTh COOCTBEHHYIO CKOPOCTh Pa3psiaKu
Ouonornyeckux neiicmeiikepon. B o0wem, B-agpeHo-
pelLienTopHasl CTUMYJISILIUS YBEJIMUMBAET CKOPOCTD Jie-
noJsgpu3aiun Gasel 4, B TO BpeMsI KaK CTUMYJISIINAS
MYCKapHUHOBBIX PELIeNITOPOB ee CHIKaeT. [lapacumma-
TUYECKHE arOHUCTHI, TAKKWe KaK alleTUIXOJIUH, OKa3bl-
BaIOT 3TO AeiicTBre myTeM akTuBauny Toka K (I acp),
cHIkeHust Bxogsuero toka Ca?* (I,), a Takxe CHU-
KeHus mneiicMeiikepHoro Toka (I;) [4]. AroHucTer
[-ampeHOpelenTOpOB, TaKKe KaK HOpaApeHAIUH Wn
M30TIPOTEPEHOJI, YBEIMYMBAIOT CIIOHTAHHYIO CKO-
POCTb B OCHOBHOM 3a cueT yBenuyeHus I, u neiic-
MelikepHoro Toka (I;). ALeTHIXONMH TaKKe TUIIepIIo-
JISIpU3YET IJIaBHBIE TEMCMEUKEPHBIE KJIETKW, YTO, B
CBOIO OYepeb, IPUBOIUT K YBEIMICHUIO MAKCHUMAJThb-
HOTo JMACTOJMYECKOro IMOTeHIMaia. [uneprnospu-
3aLMsi, OOYCJIOBJIEHHAsI BaryCHbIM BIIMSIHWUEM, U 3a-
MenaeHue (asbl 4 AenoNsIpru3allMi BhI3bIBAIOT 3aMe]l-
JIeHWEe CUHYCOBOTO pUTMa U SIBJSIOTCSI OCHOBHBIMU
NpuUYMHaAMU CUHYCOBOI Opamukapauu. [lpeobGnana-
HUE aKTMBHOCTM CHMITATHYECKOM HEPBHOM CUCTEMEBI
HaJl IMapacuMIIaTUIeCKOil BO BpeMsl (PM3MUICCKUX YII-
PaXXHEHUI WJIM cTpecca BO MHOTOM OOBSICHSIET YCKO-
pPEHME CepIeTHOTIO PUTMA B 3TUX ycIoBUSIX. OOpaTHasS
cuTyauusi HabjogaeTcss Bo BpeMsi cHa. Bcmomora-
TeJbHBIC MpPeICcepIHbIC TTeiCMEKephl ¢ boyee OTpH-

LHATEJAbHBIM AIUACTOJIUYECKUM TOTeHUMaaoM (oT -75
1o -70 mB) 1o cpaBHeHu1o ¢ CA-y3710BBIMU KJIeTKAa-
MU HaXOMSTCS B 00JIaCTU COEAMHEHUS HUXKHEro mpa-
BOTO IIpeAacepAausi ¢ HUXKHEU I10JI0M BEeHOI, BOIU3U
(unu Ha) eBcTaxueBoil 3acioHku [12]. Ipyrue npea-
cepaHble MelcMeiiKepbl ObLIM HaWJAeHbI Ha Iorpa-
HUYHOM rpedHe, a TaKXKe B OTBEPCTUM KOPOHAPHOTO
CHHYcCa M B MBIIIIIE TIpeACepanii, KOTopast IIpOCTUpPa-
€TCSI B TPEXCTBOPYATBHIM M MUTPAJbHBIA KJlallaHbI
[12]. MuokapauanbHble MY(DThI, KOTOPbIE OKPYXAIOT
ceplevyHble BeHbBI (MOJIbIE W JIETOYHbIE BEHbBI), MOTYT
TakKe o0JjiafaTh HOpMaJdbHBIM aBTOMaTusmMoMm [37].
Tem He MeHee HEKOTOPbIE MCCIeI0BATENN COOOIIAIOT
00 OTCYTCTBUU KaKUX-T1OO MPU3HAKOB aBTOMAaTU3Ma
B MydTax JIeTOYHBIX BeH. JIaTeHTHBIe TeiicMeiikep-
Hble KJIeTKU B AB-y3se orBevatot 3a put™ u3 AB-co-
enuHeHus: [1]. BcromorarenbHble mOpeacepaHble U
AB-y350Bble TIelicMeHKEepHbIE KJIETKU HaXOISTCS
IO KOHTPOJIEM BETeTaTUBHOII HEPBHOM CUCTEMEI
(BHC), ¢ yckopeHueM puTMa MpU aKTUBAILUU CHUM-
MaTUYECKON HEPBHOM CUCTEMBI U 3aMeIJIEHUEM PUT-
Ma IpU MapacuMNaTUKOTOHUM.

Cucrema Iuca—IlypkruHbe B XeJlyooukax cepiua
COIepKUT 0oJiee MeIJICHHBIE BCIIOMOTaTe/IbHbIC Teiic-
Melikepbl. B aToli cucteMe mapacuMmnaTuyeckue a¢-
(eKTBI MEHEE 3aMETHBI, UeM BIVSHIE CUMITaTUISCKOM
HEepBHOI CUCTEMbI. XOTs alleTUIXOJUH objamaeT Ma-
JIBIM MPSIMBIM BO3IEHCTBUEM, OJHAKO OH MOXET 3Ha-
YUTEJIbHO CHU3UTH aBTOMAaTu3M cucTeMbl [lypkuHbe
IIOCPEACTBOM TOPMOXKCHUSI CHMITATUIECKOTO BIIHSI-
HUSI — TaK Ha3blBaeMoe SIBJIEHUE aKIIEHTYMPOBAHHOTO
antaronusMma [1]. Kak u B mpencepausix, cCUMIIaTuyec-
Kasi CTUMYJISILIMSL YBEJIMIMBAET YaCTOTY CepACUHBIX CO-
kpaueHuii. B cucrteme [iuca—ITypkuHbe, Kak U BO BCeX
NEeUCMENKEPHBIX KJIETKAX, MOBBIIIEHE BHEKJIETOUHOMU
KOHIIEHTPAIIMUA KaJlusl YMEHBbIIAET CKOPOCTh TMACTO-
JINYECKOI AETONISIpU3allii, a CHUKEHHE BHEKJICTOU-
HOTO Kajusl UMEeT MPOTUBOIONOXHbIN 3¢ deKT. DTOT
abdexr [K*], obyciioBiieH B 3HAUMTEIbHOI CTeNeHU
M3MEHEHUEM BXOJAILETO BBIIPSAMUTEIBHOIO TOKaA Iy ;.
CHuxenue Iy, MOXeT TakXe BO3HMKAaTh BTOPUYHO I10
oTHoieHuto K mytauuu B KCNJ2 (reH, KOoTophblii KO-
IUPYeT 3TOT KaHaj), 9YTO IIPUBOIUT K YBETUICHUIO aB-
TOMaTU3Ma M BKCTPACUCTOIMYECKON aKTUBHOCTHU
MPENNnoJIOKUTEIbHO KIeTOK cuctembl Iuca—ITypku-
Hbe. MHTEpecHO, YTO, MOCKOJIbKY CTUMYJISIIUS [3-al-
peHopeuenTopoB 3¢G@deKTUBHA B yBenuueHun Iy,
CUMITaTHYeCKasl CTUMYJISILIVST MOXKET IMMPUBECTH K Iapa-
JIOKCATbHOMY 3aMEIJICHUIO aBTOMATHU3Ma U KTOIHUU B
9TOM 0b6JacTH.

AnomaavHolil agmomamusm. AHOMAJIbHBIN aBTOMa-
TU3M, WA aBTOMATU3M, BBI3BAHHBIN IETIOISIpU3alli-
eil, HabJomaeTcs] B YCIOBUSIX TOHMXKEHHOTO MeMO-
pPaHHOTO MOTEHIIMaJa IIOKOS, TaKMX KaK WIIECMMUSI,
WHOAPKT WIN OpyTUE AETOISIPU3YIONINE BO3ACHCTBUS
(puc. 2, cipaBa). AHOMaJIbHbI/i aBTOMAaTU3M DKCIIEPU-
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MEHTaJIbHO HaOJfofasicss Kak B TKaHSAX, B KOTOPBIX
OOBIYHO BO3HUKAET OUACTONMYECKAS NEMOISIpU3aIIus
(To ecTh B BosiokHax [TypkrHbe), TaK U B TKaHSIX, B KO-
TOPBIX OOBIYHO HE TMPOSIBIISIETCS TaKasi ClIOCOOHOCTh
(HampuMep, MUOKapaa KeayAouykKOB WU Tpeacep-
nuit). MeMOpaHHbBI MOTEHLIMAN, MPU KOTOPOM pas-
BUBAETCS aHOMAaJIbHBIA aBTOMAaTU3M, KOJeOJIeTCs
mexy ~70 u -30 MB. 1o cpaBHEHMIO ¢ HOPMATBHBIM
aBTOMAaTU3MOM TaTOJIOTUYECKUII aBTOMAaTU3M B BO-
nokHax [lypkuHbe WM B MUOKapie XeTyIouKOB M
npejacepanil jJerye noaasisieTcsi 0J10KaTopaMu Kallb-
IIMEeBLIX KaHaJoB. YacTrora puTMa Ipu aHOMAJIbHOM
aBTOMaTU3MeE CYIIIECTBEHHO BBIIIIE, YeM MTPU HOPMaTTh-
HOM, U SIBJIIETCSI YYBCTBUTEIBHBIM ITOKA3aTEIEM MEM -
OpaHHOTrO IMOTeHIIMala oKos (TO ecTh 4yeM boJiee ne-
MOJISIPU30BAHHBIN TMOTEHIIMAJ TTOKOSI, TeM OBICTpee
put™). Kak 1 HopMaabHbI aBTOMATU3M, TTATOJIOTHYE-
CKUIf aBTOMAaTU3M YCWJIMBAETCS arOHUCTAMU [-alpe-
HOPEILIETITOPOB U CHUKEHUEM COZIEPKaHUS BHEIITHETO
Kasusl.

WNonnast ocHOBa ISl AMACTOIMYECKOW NETIONSIPU-
3alMU MPU TaTOJOTUYECKOM aBTOMAaTU3ME MOXET
OBITh aHAJIOTMYHA TAKOBOW MPU HOPMAJIBHOM aBTOMa-
TU3ME U COCTOUT M3 BPeMsI3aBUCUMOM aKTUBAIIMU TOKA
HaTpus U neicmelikepHoro Toka I, a Takxke criana Iy
[16]. DKkcriepMMeHTBI Ha AETTOISIPM30BAHHOM MHUOKAap-
Jie pacIIMPEeHHbIX MPeACcCepanii yeJoBeKa MOKa3bIBaIOT,
yro CaZ"-3aBUCHMBIE TIPOLIECCHI TAKXKE MOTYT CITOCO0-
CTBOBAaTh aHOMAJIbHOM JIEATETbHOCTH TIeCMENKEPHBIX
KJIETOK TPU HU3KUX MEMOpaHHBIX TOTeHImanax [9].
Br110 BBICKAa3aHO MHEHME, YTO ocBoboxaeHMe CaZt u3
CP MoxeT akTMBUpOBaTh HATPUIi-KaJIbLIMEBBIN 00-
MeHHUK ToKa (Iy,.c,), YTO NPUBOAUT K CIIOHTAHHOMI
JNIAACTOIUYECKO JETOSIpU3allii U aHOMAJTbHOMY aB-
TOMaTU3My. DTOT MEXaHU3M CXOX C TeM, KOTOPBIi OT-
BeuvaeT 3a reHeparuto TTIT/I.

Henonsipuzaiivisi MeMOpPaHHOTO TIOTEHIMasa, CBSI-
3aHHasi ¢ OOJIEBHEHHBIMU COCTOSTHMSIMM, BO3HUKAeT
yarie BCero B pe3ysbTare: 1) yBeJInueHus] BHEKIJIETOY -
Horo K*, 4To yMeHbIIIaeT BO3BPaTHBIM ITOTSHIIMAI TSI
I, BHEIIHUI TOK, KOTOPBI BO MHOTOM OIIPENENAET
MeMOpaHHBIN MOTEHIMA MOKOST WJIM MaKCUMaJIbHBII
JMACTOJIMYECKUN TOTEHIINA; 2) COKpAIEHUST Yncia
I ,-kaHanoB; 3) CHMXEHUs CrIOCOOHOCTH KaHaoB Iy,
TPOBOIUTH MOHBI KaJust; 4) 3JIEKTPOTUTHBIX BIUSTHUAMN
COCETHUX ACTIONSIPU30BAaHHBIX O0IacTel. YBeIUnueHue
[K*], ymeHblIaeT MeMOpaHHBIl MOTEHLMAN, HO He
BBI3bIBAET aHOMAJIBHBIM aBTOMAaTU3M. JIeHCTBUTENb-
Ho, nosblieHue [K*], addexTuBHO B nomasieHUN
AHOMaJIbHOTO aBTOMAaTU3Ma TIPEACEPANIA, KETYT0UKOB
U BosiokoH [Typkunsbe [17].

Hemnonspusanusi MeMOpaHbl MOXET TakXe BO3-
HUKHYTb B pe3yJbTaTe yMEeHbLIeHUs Iy, Kak ObuIO
moxkasaHo B BosiokHax [lypknHbe, BBKUBIINUX TIOCTE
nH@apKTa MUOKapaa, U MOXKET COXPAHSThCS B TeUe-
HUE TI0 KpaiiHeil Mepe 24 9 mocyie OKKJII03UU KOpO-

HapHO#l aprepun. CokpaueHue Iy BBI3BIBAET HU3-
KUt MeMOpaHHBbI MOTeHLIMaA U aHOMaJIbHbI aBTO-
matusM [18].

B TkaHsxX 4egoBeKa, BBIACICHHBIX M3 OOJBHBIX
npeacepanii u Xeayno4kKoB MUOKapaa, BO3HUKAET (a-
3a 4 IermojsIpu3allii ¥ aHOMAaJIbHBIM aBTOMATHU3M Ha
YpOBHE MEMOpAHHOIO TOTEHIMaJa B HAMa3oHe OT
=50 mo -60...-75 MB. Bbi10 TIOKa3aHO, YTO yMEHbIIIe-
HUE IIPOBOAMMOCTY MEMOpPaH Kalus SIBJSIETCS] BAXKHOM
MPUYUHON HU3KOTO MOTEHIMada MeMOpaHbl B TIpe.-
cepnHbIX BojloKHaxX [15]. Mi3BecTHO, UTO B HacTosIIee
BpeMs Iy Topasno MeHbllIEe B IPeACEPAUAX 110 CPaBHE-
HHUIO C MUOLIMTAMU XKeaymo4ukoB. [1oCKOIbKY MpoBO-
IUMOCTb Iy -KaHaloB $BJSETCS YyBCTBUTEIbHOM
dynxuueit [K*],, runokanuemust MoXeT IOBJeYb 3a
0001 3HAUMTENBbHOE COKpallleHWe BXOJSIIEro TOKa
SJICKTPOIUTOB, TIPUBOIS K ACTIONSI P3N M BOZHUK-
HOBEHMIO MaTOJIOTMYECKOro aBTOMaTU3Ma, OCOOEHHO B
nmeiicMelikepHbIX BosokHax Ilypkunabe. [Ipumepom
HacJIeICTBEHHBIX 3a001€BaHM A, CBSI3aHHBIX CO CHUKE-
HueMm Iy, aBigerca cuHapoM AHzaepceHa—ToBuis.
[oteps dyHkumn I, MpOMCXOOUT BTOPUUHO 10 OTHO-
mweHuto Kk myrauuu B KCNJ2-reHe, koaupyloiiemMm
Kir2.1, 6enox, koropsiit hopmupyer I -kanan. Cuna-
poMm AHnepceHa—ToBWISI CBSI3aH C OYE€Hb BBICOKUM
YPOBHEM 3KTONMWU BCJICACTBUC ITOBBIIICHHON aKTUB-
HOCTHU TelicMeiikepoB cucteMbl [TypkuHbe, 00yc/I0B-
JIeHHOI Hu3KuM yposHeM Iy, 9, 22, 29, 33, 35, 36].

ABTOMATH3M KAK MEXAHU3M
BO3SHMKHOBEHUA HAPYIIEHHUH
CEPAEYHOI'O PUTMA

ApUTMUU, BbI3BAaHHBIE IMATOJOTMYECKUM aBTO-
MaTH3MOM, MOTYT BO3HUKHYTb B pe3yibraTe pas-
JIMYHBIX MexaHu3MoB. CuHycoBasg OpamukKapaus U
TaXUKapAusl BBI3BAHBI IIPOCTBIM M3MEHEHUEM CKO-
POCTU WHUIIMUPOBAHUS HUMITYJbCa HOPMAJIBLHOTO
CA-y3na (cM. Ta6n. 1). U3mMeHeHus1 CMUHYCOBOI yac-
TOTBI CEPIACUYHBIX COKpAIleHUI MOTYT COIIPOBOXK-
ITaTbC M3MEHEHUSMH B ITPOUCXOKICHUN JOMWHHU-
pylommux IeiicMeiikepoB (M3 CHMHYCHOTO y3Ja WJIHN
BCIIOMOTAaTeJIbHBIX MeCMEeNKEepHBIX KIETOK APYTrUX
ygacTKoB Tipencepaus). [IpoBomIMMOCTb MMITyIbca
n3 CA-y31a MoxXeT ObITh 3amMe/jieHa WU OJJOKUPO-
BaHa B pe3yibTaTe 00JIC3HU WU ITOBBIIICHUS aKTHUB-
HOCTHM OJIy>KIalollero HepBa, 4YTO BeleT K pa3BUTHUIO
Opanukapauu. Putmbel u3 AB-coenuHeHUs] BO3HU-
KaloT TorJa, Korjaa reiicMmeiikepsl u3 AB-coenuHe-
HUS pacrnojiaratoTces au6o B AB-y3ie, 1100 B HOXKe
nyuka [uca, gaBisitolneiics TJiaBHbIM TIelcMeliKepom
B ciiyuae AB-6yokanbl. Korma Bo3HUKaeT UAMOBEH-
TPUKYJISIPHBIA PUTM U3 cUCTeMbl [lypKuHBE IIpU
MOJIHOU TMomepevyHoil G0Kaae, 4yacToTa CepacyHbIX
COKpallleHWi, KaK IIpaBUJIO, YMEHBIIAeTCsI, W Ha
OKI' xapaktepusyeTcsi LIUPOKUM aHOMaJIbHBIM
ORS-KOMILIEKCOM.

AHHAJIBI APUTMOJIOM N, Ne 3, 2010
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HopmasnibHasg win BcmomorartesabHas neicMeikep-
Hasl aKTUBHOCTb TaKKe MOXKET OBITh IOBBIIICHA, YTO
TIPUBOAUT K CUHYCOBOM TaXWKapIWW WA aKTUBALU
SKTONMYCCKUX 0YaroB B IIPEICEPAUSIX, BBI3BIBas
MpeAcepaHyIo Taxukapauto. OgHON U3 MPUYMH MOXKET
OBITH TIOBHIIIICHHAss aKTUBHOCTH CHUMITIAaTUYECKOM
HEpBHOI cucTteMbl. JIpyroit MpuYMHON MOXKET OBITh
TEUCHME TIOBPEXKICHHOTO TOKA MEXIy YaCTUIHO Jie-
MOJIIPU30BAaHHBIM MUOKApAOM M, KakK IpaBuWio, Jia-
TEHTHBIMU TTOJIIPU30BAaHHBIMHU TTefiCMEKepHBIMU
KJIeTKaMu. DTOT MeXaHU3M, KakK IoJlaraloT, HeCeT OT-
BETCTBEHHOCTb 32 9KTOMUYECKUE COKPAIEHUS, KOTO-
pble BOBHMKAIOT Ha TPaHMIIAX MIIIEMUYECKUX 30H. YC-
KOpPEHHBIC WIWOBCHTPUKYISIPHBIE PUTMBI OBLIHN
OTHECEHBI K TOBBHIIIIEHHOMY HOPMAaJbHOMY aBTOMa-
tu3My B cucteme Iuca—IlypkuHbe. XOTS 3Kcnepu-
MEHTaJIbHBIC ¥ KIIMHUIECKIE UCCIICIOBAaHUS TpeXMep-
HOTO OTOOpaXeHUsI MOKa3aliMu, YTO >KETyIOUYKOBBIC
ApUTMHUH, BO3HMKAIOIINE B YCIOBUSX OCTPOM WHIIIC-
MMU, WH(papKTa MUOKapaa, cepAeyHOl HeaoCTaTou-
HOCTH, KapAUOMHUOIIATUM U APYTUX, MOTYT OBITh OTHE-
CEHBI K 0YaroBbIM MEeXaHM3MaM, 4acTo ObIBaeT TPYIHO
nubdepeHIIMPOBaTh aBTOMATUYECKU U (DOKYCHBIN
PUEHTPU MeXaHMU3MBI (OoTpaxkeHue, (aza 2 pueHTpH,
MUKPOPUECHTPH).

XOTg aBTOMaTWM3M HE BbI3bIBAET CaMble ObICTPbIE
TaxMapUTMUM, OH MOXET YCKOPHWTh WJIM BBICTYIATh
TpUITepPOM pUEHTpU apuTMuii. M. Haissaguerre u co-
aBT. [19] mokazanu, yTo GUOPUIISALIMS TIPEACepaAniA
MOXET OBITh BbI3BaHa OBICTPHIM aBTOMAaTU3MOM, BO3-
HUKAIOIIMM B JIETOYHBbIX BeHaX. ClenyeT OTMETHUTb,
YTO TKAHM TIpeACepINii OONBHBIX C MeplLaTebHOMI
apUTMMEN XapaKTepPU3YIOTCS MOBBIIIEHHBIM YPOBHEM
MPHK I,

HopmanbHbIif aBTOMaTH3M BCeX BCIIOMOTaTEIbHbIX
nefcMeKepoB B cep/ilie TOPMO3UTCS, KOTJa CTUMYJISI-
LM WHUIMUPYETCS M3 BBINIENICKAIIUX BOIUTEICH
putma. Takoe TOpMOXKEHUE HA3bIBAETCSI MepapxXuyec-
KM TIOIaBJIeHeM. B mpoTHBOIT0I0KHOCTE 3TOMY yC-
TOWYMBAsI NESITEJIbHOCTh, OOYCJIOBJIEHHAsI aHOMaJlb-
HBIM aBTOMAaTU3MOM, OOBIYHO IIPAaKTUUYECKH He
OTBeYaeT Ha OBEPAPANB-CTUMYJISILIUIO. B HOpMabHBIX
(pM3MOTOTUUECKUX YCIIOBUSIX BCE BCITOMOTATEJIBHBIC
MEVUCMENKEPBI TTOAABIIEHbI AEATEIbHOCTHIO BOIUTENS
putma nepsoro nopsiaka — CA-y3na. OBepapaiiB mo-
NaBJIeHUsS B OCHOBHOM peaju3yeTcsl MOCPEICTBOM
BHYTPUKJIETOUHOTO HakKoIuleHus: Nat, 94To MpUBOAMT
K TOBBIIIEHHON aKTMBHOCTM HATPHUEBOTO Hacoca
(Na*t-K*-AT®a3a), KoTopasi TeHepUPYeT TUITEPIIOJIsI-
PU3YIOLINIA 3JIEKTPOTeHHBIN TOK, TTPOTUBOCTOSIINI 4
daze genoaspuszanuu. Yem OoJibllie yacToTa cepaey-
HBIX COKpAICHW WM IIMTENIbHEE OBEPApaiiB, TeM
BbIllIe aKTUBHOCTh HaTpueBoro Hacoca [30]. CuHyc-
HBII y3eJI caM T10 cebe MOXKET OBITh ITOAaBJICH OBEp-
NIpaiiBOM, €CJIM OH CTUMYJIMPYETCS C OOJIbIIIEi YacTo-
TOI, YeM €T0 COOCTBEHHAsI, XOTSI CTeTICHb IIEPEeTPY3KU

TOIaBJICHUST MEHbIIIe, YeM BCIIOMOTATeIbHBIX TIeiic-
MENKEPOB, YIPaBISIEMBbIX COIMOCTABUMBIMKU YacTOTa-
MH. DTa pa3HULIAa MOXET OBITh CBSI3aHa C TEM, YTO I10-
TeHIIMaN NEHCTBUSI CHUHYCHOTO y3Jla BO MHOIOM
3aBUCUT OT ToKa L-Tuma Ca?t-kaHa/loB ¥ B MEHbIIE
CTEIIEHM — OT HAKOIUIEHUSI BHYTpHKJIeTOYHOro Nat,
CTUMYJIMPYIOILIET0 HaTPUEBBIN HACOC.

WHTepecHO, 9YTO CIOHTAHHBIN aBTOMATU3M B IICH-
Tpe CUHYCHOTO y3J1a MOXKET XOPOIO COXPAHSAThCS MPU
ubpwIIsIIIMY TIpeacepanii N3-3a MUHUMAaJIBHOM cTe-
TeHU TIeperpy3Kuy MoAaBICHMS, a TAKXKE BHICOKOM cTe-
TeHU CUHOATPHUAJIBHOM OJIOKAIbI BXO/A.

Ilapacucmoaus u modyauposannas napacucmoaus.
JlareHTHBIE MelicMelikepbl BO BCEM CEpPIIE B OCHOB-
HOM IIOHABJISIOTCS BOJIHOBBIM (DPOHTOM, PacIIpOCT-
PaHSIONIMMCST JTOMUHUPYIOIIMM TeHCMeiKepoM, u
ITO3TOMY HE MOTYT aKTUBHPOBaTh cepaiie. Mckioue-
HUE 13 3TOro MpaBujia BOZHUKAET B TeX CayJasx, KOr-
Ia TeicMeliKepHasl TKaHb 3allMIIeHa OT MMITYIbCOB
CHHYCOBOTO MpoucxoxneHus. Odsactb 06J0Ka Bxoaa
BO3HUKAET TOTHA, KOTJA KJIETKN, BEI3BIBAIOIINE aBTO-
MaTU3M, OKPYKEHbI 0apbepOM BBICOKOTO COMPOTHUB-
JIeHUsI M3-3a WIIeMWUM, WHbapKTa MUoOKapja WIn
MHBIM 00pa3oM CKOMIIPOMETUPOBAHHON cepaeuyHoit
TKaHU, 3TO TIPEIOTBpaIlacT paclpoCTpaHEHWE BOJI-
HBI, HO TIO3BOJISIET T€HEPMPOBATh CIIOHTAHHBIC MM-
IyJIbCHI C TIOMOIIIbIO OYara aBTOMaTu3Ma JUIsl BbIXoaa
BO30YKACHUS 32 €r0 TIPeIeIbl M aKTUBAILIUY OCTaBIIIE-
rocst Muokapaa. O6iacTe nelcMeKepHbIX MUOLIM-
TOB, MPEICTABISIONINX COO0M OJIOK BXOHAa U BBIXOI
MPOBOIUMOCTM, Ha3bIBAC€TCS MapacUCTOJMYECKUM
ogaroM (puc. 3). DKTonmdeckast aKTUBHOCTb, TCHEPH -
pyemasi mapacuCTOJIMIECKUM 04aroM, XapaKTepu3yeTcst
TPEXIEBPEMEHHBIMU XKeTYTOUKOBBIMU KOMILUIEKCAMM
C pa3aMYHbBIMU R—R-MHTEpBajJaMM CBSI3U, CIIMBHBIMU
KOMILJIEKCAMU, MEXIKTOIMMYECKUMU WHTEepBaJaMu,
KpaTHBIMU OOIIIEMY 3HAMEHATEII0. DTOT PUTM JOBOJIb-
HO penkuii. HecMOTpst Ha TO 4TO OOBIYHO OH CUMTAET-
cs1 10OpOKayeCTBEHHBIM, JIt00asl IpexaeBpeMeHHast

3awmLeHHbI nercmenkep

MpoBeneHve
BbIXOAa

Bnok
BX04a

X €<—

Puc. 3. Kiraccuueckast mapacuctonvs. DKTOIMMYECKUI
neficMeiikep 3alllMIlIeH OT BXOJa aKTUBHOCTHU 3a TIpeie-
namu dokyca (Bxon 0710Ka), HO KOraa mercMeikep 3a-
KaHUMBAEeT CBOIO JESTEIbHOCTb, T€HEPUPYEMBI HM-
MyJbC MOXET pachpocTpaHsITbcsl M3 dokKyca st
BO30YXIEHUSI OCTAJIbHBIX YUYaCTKOB MMOKapjaa (MpoBe-
IeHIE BBIXOMIA)
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AKTUBAIINS KEJIYTOIKOB MOXET BBI3BIBATH 3JIOKAYECCT-
BEHHBIC JKEJTyIOUYKOBBIE PUTMBI B UIIIEMU3UPOBAHHOM
MUOKap/e VIV IIPY HAJTMIUH TTOIXOASIIEro cyocrpaTa
B MUOKapIe.

B xonue 1970-x — Hauvane 1980-x rr. G. K. Moe u
€r0 COTPYIHUKHU OIMCAIN BapUaHT KJIACCUIECKOM Ta-
DPacHUCTOJIMM, KOTOPYI0 OHM Ha3bIBalOT <«MOMAYJIUPO-
BaHHOM ITapacUCTOJMEi». DTOT BapuWaHT apUTMUHN
OBLI MPENJI0XKEH KaK pe3yJbTaT HETIOJIHOTO 0J10Ka BXO-
JIa TTapacUCTOIMIECKOTO oJara.

Ilocmoenoaspusauyus u mpueeepHas aKmueHOCHb.
KonebatenbHble Aenonsipu3alu, KOTOPbIe COMTPOBOXK-
JAIOT CEPACYHBIN MOTEHLMAl JEUCTBUS U 3aBUCAT OT
TpeAbIayIIeil TpaHCMEMOPAaHHOM aKTUBHOCTH, Ha3blI-
BarOTCS IOCTOEIOsIpru3ausaMu. OOBIYHO pa3andaroT
JIBa MOJIKJTacca — PaHHIOK U MO3IHIOK0 TTOCTACTIONSIPU-
3anuio. PIT/] ripepbiBaeT win 3aaep>KUBaeT PErojisipr-
3al1I0 Ha 3Tane 2 u/win 3 dha3bl cepaeuHOro MOTeHIIU-
ajna aeictBusi, B To BpeMms Kak I1IT[1 Bo3HUKaeT mnocie
MoJiHOI penojisipu3auuu. 1o pesynbrataM MociaeaHux
WCCIIeIOBAaHN, TIPOBEICHHBIX TPYIIIION aBTOPOB BO
rnaBe ¢ C. Antzelevitch, BbISIBIeH HOBBIN MeEXaHU3M
BO3HUKHOBEHUSI TPUITEPHOM aKTUBHOCTH, Ha3bIBaIO-
muiics «ro3aHeit ¢gazoit 3 PIT/I» [12], koTopas coueTa-
eT B cebe cBoiicTBa kak PITJ, Tak u IITIJI, HO umeer
CBOIO HeroBTOpUMYIO Xapakrepuctuky. Korma PIIJI
win TITT oGnamaroT AOCTATOYHOM aMIUIUTYAON 1ist
TIepeHeCceHNs TTOTeHIINaIa ¢ MEMOPaHHOTO 10 €T0 T0-
POTOBOTO, CITOHTAHHBII MTOTEHIIAJ ICCTBHUS Ha3bIBa-
FOT TPUITEPHBIM OTBETOM. DTH TPUTTCPHBIC COOBITHS
MOTYT BbI3bIBaTh 3KCTPACHUCTOJIBI U TAXUAPUTMUU, KO-
TOPBIC Pa3BUBAIOTCS B YCIIOBUSX, IIPEAPACTIONATAIOIIIX
K Pa3BUTUIO MOCTACTIOISIPU3ALIMIA.

PAHHUE ITIOCTAEITIOJIAPU3AITNINA
1 TPUITEPHAA AKTUBHOCTD

Xapaxmepucmuku pauneil nocmoenoaspusauuu u
UHOYUUPOBGAHHOU mpuezepnoll axmueHocmu. PaHHue
TOCTACTIONSIPU3AIMYA HAOIIOAAIOTCS B M30JMPOBaH-
HBIX TKaHSIX cepiila ¢ HapylIeHHBIM 3JIEKTPOJIUTHBIM
COCTaBOM, ITOABEPIIIMXCS TUITOKCUM, alMao3y, BO3-
e CTBUIO KaTeX0JIaMUHOB 1 (hapMaKOJOIrMUYeCKUX Be-
IIECTB, B TOM YHCJIe aHTHAPUTMHUUCCKIX IIpeIiapaToB
[20]. KenymoukoBasi runepTpodusi U cepaeuHas He-
JIOCTaTOYHOCTb TaKXe TPeIpacrioyiaraloT K pPa3BUTUIO
PITJI. TuneprepMust CrnocoOCTBYeT BO3HUKHOBEHUIO
PIIJI, a rurmotepMust 1ogaBiisieT ee [6].

Xapaxkrepuctuku PIT[I BapbupyioT B 3aBUCUMOCTU
OT BUJIA XKUBOTHBIX, TKAHEH WJIM TUTIOB KJIETOK, METO-
JIOB, C TIOMOIIIBIO KOTOPHIX OHA BbI3BaHA. XOTSI CTICIIH-
(rueckre mexaHusmbl nHayKuu PITIL MoryTt pasnu-
4aTbCsl, KPUTUYECKOE YIUTMHEHUE DPErospu3aiumn
compoBoxaaeT OogblIMHCTBO (HO He Bce) PIII.
OCUMWIISIIINYA UMITYJIbCOB TTOSIBIISIIOTCSI TIPA TTOTEH-
nuanax Beie -30 MB 1, Kak mpaBuio, Ha3bIBAIOTCS
azoii 2 PIT/. Te u3 Hux, KOTOpble BOZHUKAIOT MPU

Oosiee OTpUUATESIBHBIX TMOTEHIIMATAaX, Ha3bIBAIOTCS
dazoit 3 PIT. ®a3er 2 u 3 PI1/I nHOrIa MOSBISIIOTCS
B OTHOM M TOM Xe Tipenapare. PIT/I-akTuBHOCTb, pe-
TUCTpUpyeMasl B TIperapare XelyaIouKoB, B OTINUME
OT TakoBOU B BojJoKHax [lypkuHbe, Bcerma Oosiblie
PITJ daswr 2 [32].

PIIJ-uHayuupoBaHHasi TpUITEpHAsE aKTUBHOCTH
SIBJISIETCS IyBCTBUTEILHOM (DYHKIIUECH IJIST CTUMYIUPO-
BaHUS YaCTOThI pUTMAa. AHTUAPUTMHUYECKUE Tperapa-
1ol Il k1acca oObvHO BbI3BIBAIOT PIII-akKTUBHOCTD,
HamnpaBJICHHYIO Ha 3aMeJICHUE pUTMa CTUMYJISILIUA, U
MOJIHOCTBIO MOJABISIOT ObICTphIN putM. Hampotus,
aroHUCT-UHAYUMPOBAHHAS [-aApeHOopelenTopHas
PIT/I BbI3bIBaET (hU3MOAOTUUECKU HOPMAJIBbHYIO YaCTO-
Ty cepleyYHbIX cokpaieHuii [30].

Kaemounvie ocnosvt pamneil nocmoenoaspuzayuu.
Ho 1990-x rt. Hame moHnManue PI1JI 6bu10 ocHOBaHO
[JIaBHBIM O0pa3oM Ha JaHHBIX, MOJYYEHHbIX W3 UC-
cleIOBaHUM, TIPOBOIUBIINXCS Ha IIperapaTax BOJIO-
KoH IlypkuHbe. 3a HEKOTOPHIMU MUCKIIOYEHUSIMU,
PIIJI ne nHaGmiomanach B Hayaje SKCIEPUMEHTOB B
TKaHSIX XeJyA0YKOB cepAla Miekonuraoiux. bonee
MO3AHUE UCCAEAOBAHUS MOKAa3aJIu, YTO, XOTS B DIU-
KapIUaJIbHBIX U DHIOKAPAMAIBHBIX TKaHSIX cobak
0o0b1yHO He paszBuBatorcs PITJI mpu KoHTakTe ¢ Tpe-
rmapaTamMu, YIJIMHSIOIMIMMY TTPOIOKATEIBHOCTD T10-
TeHLMala AeUCTBUsSI, B MUOKapAUaIbHbIX M-KieTKax
jnerko Bo3HukaeT PIIJl-akTUBHOCTB IpU 3TUX YCIIO-
Busix. HecrmocoOHOCTh anMMKapAualbHbIX U 9HI0KAP-
NUaNbHBIX TKaHel ¢opmupoBath PIIJI Obuia oOBbsic-
HEHAa HaJW4YueM CHJIBHOro Iy B 3TUX KIJIETKax.
M-kieTku UMEIOT cnabdblii I, 4To mpeapacmnonaraer
K pasputuio PIT/] B mpucyTcTBUM OJOKMPOBAHHOIO
I, B mpucyrcTBum xpomanosna 293B g 610kupoBa-
Hus I 6mokaropsr Iy, Takue kak E-4031 win cora-
J10J1, BeI3bIBalOT PITJI-aKTMBHOCTH B M30JMPOBAHHbBIX
SMUKApAUAIbHBIX U SHAOKAPAUAIBHBIX TKAHSIX CO-
bak, a Takxke B M-kieTtkax. [IpeapacrnonoxeHHOCThb
KapauoMuouuToB K pasputuio PIIJI 3aBucut rnaBs-
HbIM 00pa3oM OT cHuXeHud Iy 1 Iy, KaKk 370 Impouc-
XOIUT TIPM Pa3INIHBIX (popMax KapauoMuornartuii. B
9Tux ycaoBusx PITJI MmoxeT mossBUTbCS B J1I0OOI yac-
TH XeJTyIoIKa MAOKapa.

TpexmepHoe oToOpaxkeHue apuTMUU TUTIA TTUPYIT
(TDP) B skcmepuMeHTaJIbHBIX MOIENSX Yy CO0aK
MMOKa3bIBACT, UTO SKCTPACUCTOJIa, KOTOpasi MHULIMUPY-
et TDP, MoXeT ucxonuTh U3 CyOaHAOKAPAUATBHOM,
MUOKapAWalIbHON WM CyO3NMUMKapIualbHO objac-
Telt JIEeBOro Xejayaouka [5]. DTu naHHbIe YKa3bIBalOT,
yTO BOJIOKHA [lypkuHbe 1 M-KJIETKU SIBJISIIOTCSI OC-
HOBHbIMU UcTOYHMKaMU PITJI-uHayniupoBaHHOM aK-
TUBHOCTU B €CTECTBCHHBIX ycIoBUsX (in vivo). Ilpu
HaJu4uu KoMObuHuposaHHoro Iy .- n Iy -6ioka 3a-
yacTylo cHavana B anukapne passuBaetrcs PIT/. Xo-
11 PIIJI-uHayuuMpoBaHHas 3KCTpacuCToJda MOXKET
nuHuuponath TDP, naHHast apuTmMusi, Mo MHEHMUIO
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Puc. 4. CnnoHTaHHas1 aKTUBHOCTD B M30JIMPOBAHHLIX BoloKHaxX [lypkuHbe y cobaku. B mepdy3aTt mobaBisieTcss akOHM-
TUH B OY€Hb HU3KOI KoHLeHTpauuu (10-6—10-8 r/Mi1), 4TO BHI3BIBAET 3aMEIJIEHHE PEMOJIAPU3ALIUMU; TIOCIIE TPETHETO
MOTeHIIMaa IeiCTBUSI BO3HMKAIOT JIBa CIIOHTAHHBIX BO30YXACHMS. 3a UETBEPTHIM U TISATHIM MOTEHIIMAIaMU ACHCTBUS

cJaenyer LIEJIBIA pAd CIIOHTaAaHHBIX UMITYJIBCOB

MHOTMX aBTOPOB, JOJKHA TTOAIEPKIUBATHCS MEXaHU3-
MOM pueHTpH [25].

Hemonsipuzaiivsi MOXKeT TakKe HauaThCsl BO BpeMst
perosIpu3aiuy Wid 10 MOMEHTa €€ 3aBeplIeHUS.
beuto Ob1 HEMpaBUWIBLHO Ha3bIBaTh 3TO (ha3oil 4 Aerno-
JISIpU3alliM, TaK KaK B JAHHOM CJIyJae IeToJIsIpru3alius
HauyMHAETCs C HU3KOTO YPOBHSI MEMOPAHHOTO TTOTEH-
nuana (Hampumep, —30 MB). [dng o6o3HaYeHUS 3TOTO
saeiaenust P. E Cranfield ucnonb3yetr TepMuH «paHHSIS
TOCTACIIONSIpU3anust». Ecm Takast mocTaeIospmu3a-
LIMST OKaXETCs TOCTaTOUHO CUJIbHOM, OHa MOXKET MpU-
BECTHM K BO3HMKHOBCHMIO IOTECHIIMANa IEHCTBUS C
HU3KOM aMIUIUTYIOM.

B HOpMe cymMMapHBIli MOHHBIA TOK, TEKYIIUN ye-
pe3 KJIETOUHYI0 MeMOpaHy BO BpeMsI peIojIsIpu3aliui,
HampaBJieH U3 KJIeTKW HapyxXy. Eciu mHrubmpoBaTh
BBIXOASIINIA TOK UJIM YBEJTUUUTH (DOHOBBII BXOISIIINIA
TOK, TO CYMMapHBIif TOK MOXET CTaTh BXOJSIIIUM, YTO
MPaKTUIEeCKM O3HAYaeT HavyajIo NeTOJIIpU3aliiil MeM-
OpaHbI; Takast JAeTOJISIpU3alns ClocoOHa BbI3BATh MO~
BTOpPHOE BO30YyXKIeHUE BOJOKHA. [lomoOHOe yMeHb-
IIEHUE BBIXOSIIETO (PEMOsIpU3YIOIIETro) ToKa MOXKET
TIPOM30UTH TIPU CHIDKCHUH TTPOHUIIAEMOCTH MeMOpa-
HbI [IJI1 MIOHOB KaJlusl, KaK 3TO HaOII0faeTcsl, Harpu-
Mep, B Clydae BBIPaKEHHOTO CHIDKEHUS] BHEKJIETOU-
HOM KOHLIEHTpallMM Kajus. YBelIndyeHue (POHOBOTO
BXOJISIIIIETO TOKA MOXET OBbITh OOYCIOBJIEHO TMTTOKCH-
€ii, TOBPEXKAECHUAMM WA AEUCTBUEM HEKOTOPBIX I1pe-
napatoB [5]. [TpumepoM TocaeaHEro MOXET CIYXKUTh
nucciaenosanue Scherf, mokasaBiero, 4to JIOKaJIbHOE
HaHeceHWe aKOHWTHMHA Ha BHEIIHIOI ITOBEPXHOCTh
Tpeacepans Co0aK! BBI3BIBACT TaXMKAPAMIO C 9acTO-
toit ot 200 1o 300 yi1/MUH, BO3HUKAIOIIYIO B MECTE Ha-
HeceHMsT pacTBopa. XOTS 3TOT IIperapar IOYTH He
HMeeT MPaKTUYeCKOro MPUMEHEHMSI, OH ITO3BOJISIET
YETKO TPOAEMOHCTPHPOBATh (DeHOMEH paHHEH IOCT-
nenonsgpuszauuu. K. Matsuda u coaBt. [28] nmoka3zanu,
YTO B U30JIUPOBAHHOM XKeJTyJOYKOBOM MUOKap/e coba-
KW JIOKaJbHOE MPUMEHEHHE aKOHUTHUHA 3aMemIsieT
(YBEIMUMBAET) PEMOISIPU3ALIMIO U TOCIEAYIONIee BO3-
HUKHOBEHME «CIIOHTAHHBIX», UM «HE BbI3BAHHBIX CTH -
MYJISILAEeii», TIOTeHIIMAIoB aeicTBusI. To ke siBlIeHMe
ooHapyxeHo R. F. Shmidt [30] u mpoaeMoHcTpupoBa-

HO HaMM Ha PUCYHKe 4: aKOHWUTUH yTHETaeT WM 3a-
NepKMBaeT MHAKTUBALIMIO CUCTEMbl HATPUEBBIX KaHa-
JIOB, TaK 4TO (POHOBBI BXOASIIUI TOK Pe3KO Bo3pac-
TaeT BO Bpemsl penofisipuzauuu. Eciaum memOpaHHbI
MOTEHIIMAJI TPYIIbl BOJOKOH WMCKYCCTBEHHO ITOBBI-
CUTb (HAIpUMeEp, TOCPEACTBOM ACIOJSIPUIYIOIIETO
ToKa) 10 ypoBHs Mexnay -40 u -10 mB, To MoryT Bo3-
HUKHYTb CIIOHTAHHBIC TOTCHILMAIBI IECUCTBUS; 3TO
nokaszaHo Ha pucyHke 5 [33] (ucrnosb3oBaHbI Mpea-
cepmHbIe TpaOeKyIbl JITYIIKY). B mpuHIMIIe aHaIo-
TUYHOE SIBJIEHUE ObLIO MPOAEMOHCTPUPOBAHO Ha Ke-
JIyTOYKOBOM MUOKapje MopcKoii cBunku [ 12, 13]. Tor
ke (peHOMEH MOXeT UMETh MECTO B ITOpaxKeHHOM TKa-
HU MPEJCEPans y YETOBEKa; €CJIU 3T BOJOKHA BbIIE-
JINTh U TIOMECTUTDH B Mep¢hy3MOHHYIO KaMepy, TO OHU
JIeTIOJISIPU3YIOTCST U CTIOHTAHHO aKTUBUPYIOTCS [14].
3aodepycannas nocmoenoaspusayus. Iloctoemnons-
pu3alusg MOXET HaOMI0AaThCs U MOC/E TOTrO, KakK BO-
JIOKHO TIOJTHOCTHIO (MUIM TIOYTH TIOJTHOCTBIO) PETIOJIsi-
pusyetcs. Ecnu aMruiuTyna Takoil MOCTOEnoJsipu3a-
MM TOCTATOYHO BBICOKA, MOXKET BO3HMKHYTHh OIVH
WJIX HECKOJIBKO CIIOHTAHHBIX ITOTEHIIMAIOB 1eCTBUS.
[MocToemonsapu3anust MOmOOHOTO THTIA ObLIAa 3aPETHC-
TPUPOBaHa B 3KCMEPUMEHTAIbHBIX UCCIEIOBaHUSIX, B
KOTOPBIX MHOKapAradbHasl TKaHb IMOJABEpraiach BO3-
NEVWCTBUIO TOKCUYECKUX KOHILIEHTPALM CepAeYHBIX
JIMKO3UJOB; 3TO OOHApYyXXMBAETCS HE TOJbKO B BO-
JokHax IlypkuHbE WM KEJIyIOYKOBBIX BOJOKHAX
[21], HO ¥ B crelMaNU3UPOBAHHBIX MPENCEPAHBIX BO-
JIokHax [35], a Takke B MOpaxkeHHOI TKaHU TIpeacep-
nust yenoseka [24]. B to xxe BpeMst K. Saito u coaBT. He-
TaBHO COOOIIMJIM, YTO B IperapaTax IIpaBOTO IIpei-
cepausi KpoJiMKa B OIPEAeICHHBIX YCIOBUSIX (B
OTCYTCTBHE CIIOHTAaHHOI aKTUBHOCTH, IIPU KOHIICHT-
panuu Kanmust B mnepdysare 2,6 MM 1 TemIieparype
nepdyszara 32 °C) ¢ MOMOUIBI0 PUTMUYHOU CTUMYJISI-
LIMM MOXHO BBI3BaTh 3aIepKaHHYIO MOCTACIONsIpr3a-
110, a TIPY TIPUMEHEHUN IKCTPACTUMYJIa — CTOUKYIO
PUTMMYECKYIO aKTUBHOCTb; 9TO ITOKA3aHO HA PUCYHKE 6.
K. Saito [29] ormMeTWJ1, YTO HEKOTOPbIE CHOHTAHHO aK-
TUBHBIC M30JIMPOBAHHBIC TKAHU «YCIIOKAMBAIOTCSI» TIPU
MOBBIIIEHNM BHEKJIETOUHOW KOHIICHTpALlUU KaJus
¢ 2,6 10 5,2 MM. I1oka HesICHO, UMeEET JIX 3TOT (DEHOMEH
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Puc. 5. BiusiHue nemnosisipusylolero Toka Ha TpeICepIHYI0 TpaOeKy Ty JSAryiku. BepxHsist KpuBas Ha KaxaoM ¢par-
MEHTe TIpe/ICTaBIsIeT MeMOPaHHBIN TTOTeHIIMAJ, a HIDKHSAS — BEJIMYMHY TOKa, MOJaBaeMOro Ha MUOKapaUaTbHBII

rpermnapar:

a — ToK zenofsipusdyet npenapar npu 10 mB; 6 — nenonsipuzanus npu 20 MB BbI3bIBaeT nosiBjieHUE OJHOTO MOTeHIMAA Ik -
CTBUSI, 32 KOTOPBIM CJIEMYIOT IMTOATIOPOTOBEIE KOJIeOAHUSI; 8, ¢ — TOK OOJIbIIIel aMIUTUTY/IBI BHI3BIBAET O0JIee CUITBHYIO NETIONS -
puzanmio (30 u 40 MB cooTBeTCTBEHHO), U TTOCIIE TIEPBOTO MOTEHIIMANA IEHCTBUST PA3BUBAETCS TIOAIEPKUBAIOIIASICS PUTMU-
yeckasi aKTUBHOCTb; 0 — B cjydyae Aenosisipuszailiud memoOpansl npu 50 mMB 3a moTeHuManom AeMCTBUS CIEAYIOT JMIIb
HU3KOAMITTUTYIHbIC KOJeOaHusI; e — Ipu Oosblieit aermonsipuzanuu (60 MB) rmocie moreHIaa OeiiCTBUST OTMEUaeTCsl CTa-
OUJIBHBII MeMOpaHHBIN TToTeHIInan. Ha ¢parmenTe a nana kaanbposka: 20 MB 1 1 ¢ — tst BepXHUX KPUBBIX 1 5x 1077A — st
HIDKHUX. JJaHHbIE TTOTyYeHbl METOIOM (hUKCAIlMY TTOTEHIIMAIa B JBOMHOI caxapo3HOil Menun

e

Puc. 6. CienoBble MOTEHIMAIbI, MHOLAA OOHApYKMBae-
MbIe B BOJJOKHAX U30JIMPOBAHHOTO MPABOTO MPEACEePInst
KpoJivika. B JaHHOM 3KCriepuMeHTe mpernapar CTUMYJIU -
poBasics Kaxable 6 ¢. Ha mpeacTaBieHHBIX 3aMTUCX BUI-
Ha TOJIbKO HVKHSISI 9YacTh IMOTEHIIMAJa 1ecTBUs (00pa-
TUTEe BHUMaHME Ha KaJIMOPOBKY):

a — KOHTPOJIbHASI 3alMCh; OCTAJIbHbIC (DParMeHTHI — peruc-
Tpauus IMocjie 3KCTPacTUMYJIa C UHTEPBaJIOM CLIETUICHUS 2 ¢
(6), 1 ¢ (8) m 500 mc (). Ha (pparmeHTe 2 mociie peakiuu Ha
9KCTPACTUMYJ BO3HUKACT LIEJbII DS CIIOHTAHHBIX MOTEH-
[IMAJIOB IEHCTBUS

Kakoe-11bo 3HaueHWe B HOPMAJbHBIX YCIOBUSIX U B
CepALE YeIOBEKa.

Takast 3anep>xaHHasi MOCTAENONSIpU3ALIUS HAOJTIO-
aeTcsT TaKKe B BOJIOKHAX KJIAITAHOB CepIia cOOaKM,
00e3bsIHBl U 4YesoBeKa [29], B KOpOHapHOM CHUHYCe
cobaku [23] 1 B TOBpPEXIEHHOM B pe3yJibrare 3a00-
JieBaHus npeacepauu yenoseka [28]. Bo Bcex ciyya-
SIX TIOCTAETIOJISIPU3ALINS BO3HUKAET TOJTBKO B CBSI3H C
MPEILIECTBYIOIUM IMOTEHLIMAIOM NEWCTBUSA U HU-
KOIJa He pa3BuBacTCA CIToHTaHHO. CliemoBaTeIbHO,
TePMUH «TPUITEPHAsT aKTMBHOCTb» MOXHO MCIIOJIb-
30BaTh B TOM CJIy4yae, KOrja aMIUIMTyaa MOCTASOIS -
pU3aIM TOCTATOYHO BBICOKA, YTOOBI MHUIIMMPOBATh
HE BBI3BAHHBIN CTUMYJISLIMEH MOTEHIIMANI IeHCTBUS
(puc.7) [34]. A. L. Wit u P. F. Cranfield moxa3zanm, 4to
IUIA TIOAAEPXKUBAIOIIENCA TPUTTEPHON TaxuKapauu
XapaKTEPHO ITOCTEIIEHHOE COKpAIllCHNE IJIUTEIHHOC-
T UMKJIa BO Bpems mepBbix 10—20 Bo30OyXImeHuUit
(Bo3pacTaHUe YacTOTHI; SIBJICHUE «pa3orpesar). [loxa-
Jep>KUBaloIasicsl aKTUBHOCTh BCerga CaMOIIPOM3-
BOJIBHO TIpEKpaIacTcs yepe3 HeCKOIbKO CEKYHIT WIIN
MuHYT. [lepen ee mpekpallleHMEM YacToTa pPE3KO
CHIUXAETCs, U 3a MOCJEIHUM HE BbI3BAHHBIM CTUMY-
JSILUEN MOTEHLIMAJIOM OEHMCTBUS CIEOYET ITOAIIOPO-
rosasi ocTaenosipusanus (ogHa uimn 6oJjee). 3aTeM
B TEUEHUE HECKOJIbKUX CEKYHII MEMOpPaHHBII MMOTEH-
1IMaJI TTOBBIIIAETCS 10 YPOBHS, HaOI0IaBIIETOCs He-
ITOCPENCTBEHHO Tepea HavyajJoM TPUITEPHOI aKTHUB-
HocTH (puc. 8).
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Puc. 7. Peructpanust aJieKTpu4eCcKOi akTUBHOCTHU B BO-
JIOKHEe KOPOHApHOTO CHHYca cobaky Ha (poHe Hopajpe-
nHamuHa (1076 r/mu). Ha xaxmom (pparMeHTe MOKa3aHbI
MocJeIHNe IBa MOTeHIIMala U3 Cepuu, BKtovaromeit 10
BBI3BAaHHBIX MOTEHIIMATOB ¢ UHTepBasioM 4000 Mc, Tocie
KOTOPBIX MPEkKIeBPEMEHHBIN UMITYJTbC BBI3BIBAJICS C TIO-
CTOSTHHO YMEHBIIAIOITUMCS MHTePBAJIOM CLETIICHUS:

a — 2000 mc; 6 — 1400 mc; 6 — 1000 mc. Ha dparmenTe 6 3a
MPEXIEBPEMEHHBIM MMOTCHIIMAJIOM ACMCTBUS CIIEAYeT IMOCT-
nernosstpu3anus mpumepHo mipu 30 MB, Torma kak Ha par-
MEHTE 6 ITOCTAEIO/ISIPU3ALIS, BOSHUKAIOIIAS IIOCIIE ITPEXKIe-
BPEMEHHOTIO IMOTEHLIMANa ASCTBIUSI, TIPUBOAUT K Pa3BUTHUIO
MO PKMBAIOLICIHCS PUTMUYECKOM aKTUBHOCTH

a KoHTposnb Ycunenue asTomaTtama

B KJIETKAX, 06bIYHO yrHe-
TaeMbIX JOMVHMPYIOLLM
BOAMTENEM PUTMA B
CWHYCHOM y3ne

PaHHss noctaenonapusaums,
Bbl3bIBaIOLLIAS CMTOHTAHHbIE UMMYJSIbCbl

s

J

8 KoHTponb 3apepkaHHas noctaenonspusaums,

KOTOpasi MOXeT 00YCNIOBUTbL BO3HUK-
HOBEHWE CMOHTaHHbIX UMTMYJIbCOB

Puc. 9. MexaHu3Mbl pa3BUTUSI IKTOITUYECKON CIIOHTaH-
HOI aKTUBHOCTU:

a — yCWIeHUe aBTOMaTU3Ma (IUacToudecKast Iermojisipru3a-
1IM$1); 6 — paHHSIS TTOCTACTOSIpU3aLlUs, TPUBOASIIAS K TTO-
SIBJICHWIO CITOHTAHHBIX UMITYJTbCOB; 8 — 3a7iepsKaHHasT TTOCT-
NETIOJISIPU3AIIHST, TAaKKe CTIOCOOHAs BBI3BIBATH CITOHTAHHEIC
VMITYJTbCBI

50 mB

)

Puc. 8. Perucrpanust aekTpuieckoi akTHBHOCTH KJIET-
K1 KOPOHAPHOTO CUHYCa COOAKHU MPY CTUMYJISILIUU C UH-
tepBasioM 4000 Mc. AMIUIMTYAa ITOCTACTIONSIpU3ALINU
MOCTENEeHHO BO3pPacTaeT 0 MOMEHTa BO3HUKHOBECHUSI
MoIAepXKMBaAOIIEHCS PUTMUYECKON aKTUBHOCTU. Bo
BpeMsI 9TOIl pe3KOoil aKTUBHOCTU MeMOpaHHBIM MOTEH-
LIMaJl U aMIUTUTY/Aa MOTEHUUAIOB IEUCTBUS CHUXKAIOTCS.
CrnipaBa — OKOHYaHUE OBICTPOrO PUTMA, XOTS 3aIlUCh
MPOBOAMIACH CO CKOPOCTHIO, AECSTUKPATHO MPEBBIIIA-
I011Ie 1 TAKOBYIO 1S JIEBOI YacTH. 3a MOCAEHUM MOTEH-
1IMaJIOM JICMCTBUS ClIeAyeT MOCTAEONSIpU3alits, a 3aTeM
MeMOpaHHBII TTOTeHIIMAJl BO3BpAIlaeTCsl K YPOBHIO, Ha-
OnromaBIIeMyCsl 0 Hayaja CIOHTAHHOW aKTMBHOCTH.
WHurtepBan B KOHIIE Tepuoia ObICTPOrO pUTMa B 3TOM
ciydae cocTapisieT npumepHo 400 Mc. AMIUIMTYIA MO-
TeHIIMaJla IeCTBUSI Ha 3allMCH CJieBa paBHA TPUOIN3U-
teabHO 90 MB. B mepdy3uoHHbIiT pacTBOp mo0aBisIN
Hopaznpenanus (1076 r/mo)

MexaHu3M pPa3BUTUST 3aAep>KaHHOW ITOCTAEMONSI-
pU3aLMU OCTAeTCsT HeSICHBIM. BeposiTHO, BaXKHYIO POJIb
WUTparoT MOHbI KaJIbLIMS, TaK KaK aMILIMTYAa IMTOCTISIO-
JIIPU3aIlA BO3pACTaeT ITOA BIWUSHHEM KaTeXOJIaMMU-
HOB Y TMOBBILIEHHOM BHEKJIETOYHOM KOHLEHTpaLlKu
Kaiapiusd. B To Xe BpeMsT aMIUTUTyIa CHUZKACTCST TIOM
IeCTBUEM OJIOKATOPOB BXONIa Kalblus (HampuMmep,
Bepanamuia). OnHako He MeHee BaXKHa M poJib MOHOB
HaTpus, TaK KaK aMIUINTyda TOCTACIIOJISIpU3aN
YMEHBIIIaeTCs IMPH CHIDKEHUY BHEKJIETOYHOIM KOHIICH-
TpallMi HATPWSI, TION JEWCTBMEM TETPOMNOTOKCHHA U
aHTUapuUTMUYecKuXx npemnapartoB | kiacca. [Ipeamnono-
KHUTCIPHO TP 3alepsKaHHOM ITOCTIETIONSIPU3aIlur
TPaH3UTOPHBINA BXOOSIIMI (AETTOJIPUYIOLINI) TOK
IIEpEHOCUTCS MOHAMM HATpHUs, TOTJa KaK IIPOBOIM-
MOCTb MeMOpaHbl U3MEHSIETCSI B 3aBUCUMOCTH OT BHY-
TPUKJIETOYHOW KOHLIEHTpaluu Kaiabuus [19].

Ha pucynke 9 cxemaTu4ecKu IpencTaBlIeHBbI TPU
THIIa aHOMAaJIbBHOTO TeHEPUPOBAHUST UMITYJIbCA: TIOBBI-
IIEHHBI aBTOMATU3M, PaHHSISI TTOCTACTIONSIPU3AIIUS 1
3aep>KaHHasl TIOCTACIIONSIPU3ALINST — TPUTTEPHAsl aK-
TUBHOCTb.
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K ceedenuro asmopos

[Ipasuna opopmaenus cmameii, Hanpasasemoix 6 Mzdamenvcmeo HI[CCX
um. A. H. baxynresa PAMH 0as onybaukosanus 6 jcypHane

Cmambu, npucviiaemvie 8 pedaKyuro, 00ANCHbL UMEMb 8U3Y HAYYHO20 PYK080OUMeENs U CONPOB0OUMenbHOe NUCbMO
DPYK080OCMEa yupedcoeHus: 8 pe0aKuuio JcypHad.

Cmamuos doadxcHa Obimb HANEHAMAHa HA KOMAbIOMepe ¢ Aa3epHbIM NPUHMEPOM HA 00HOU CMOpOHe Aucma yepes 08d
unmepsana (na cmpanuye 30 cmpok, 60 3nakoe 6 cmpoke). Cmamos npedcmagisemcs: 8 08yX dK3eMUAAPAX, K Hell
npukaadsleaemcs s1eKmpoHHbLil Hocumens. 3anucy Ha 3AeKMPOHHOM Hocumene 00AXNCHA OblMb UOeHMUUHA OpUSUHANY
Ha Oymaee.

Obsem cmambu He doaxcer npegviuiams 10— 12 cmpanuy, omoenbHble Kazyucmu4eckue cooOueHus U 3amMemKu 00AHCHbI
Obimb He bonee 3—4 cmpanuy,

B nauane I-ii cmpanuypl yKazwlearomes UHULUAALL U PAMUAUU ABMOPO8, HA36AHUE CIAMbU, YUpelcOeHue, U3 Konmopozo
evluina paboma, UHUYUAAL. U amuaus pykosodumens yupexncoenus. Kaxcdas opueunanrvmas cmamos 0044CHA
CONPOBONCOAMbCS pe3tome U NepeyHem KA4esbiX 106 (Ha pycckom u aneautickom a3vikax). Obsem pesrome He 00adceH
npesviwams 1/2 cmpanuybl. B cmamoe doascHor 6bimo pazdenvi: mamepuan u memoost, pe3yavmamsi u 00cyicoerue,
3aKAI04eHUe ULU 8b1600bL N0 NYHKMAM (045 OpUSUHANbHBIX cmamell). B Konue cmambu 00.45CcHbL CMOAMb NOONUCU 6CeX
aA6MOP08 ¢ YKA3aHueM noaHocmolo (045 pazmeujeHus Ha caiime JCYypHAAa): UMEHIU, OM4ecmed, 00AX4CHOCIU, MOYHO20
adpeca ¢ noumossim undexcom opeanuzauuu. Jlia pazmeujenus 6 yxcypnaie neooxooumo npedcmasumo E-mail nepsozo
asemopa. Jlas céa3u 004%cHbL ObIMb YKA3aHbl HOMEPa meaeoros (cayrucedno2o u MoOUAbHO20).

. Pucymcu moeym Obimy npe()cmaeﬂeﬂbt 6 eude OpUCUHAN06 UAU HA INeKMPOHHOM Hocumeae, npu 3mom 00s13amenvio

004JICHA ObIMb NPUNOICEHA PACheHamKa PUCYHK08. Pucyrku u goomoepaguu (uzobpaicerus) moeym 0bims npedcmaegne-
uoL 6 hopmamax TIF (*.tif) aubo EPS (*.eps). Pazpewenue uzodpaxcenuii 0onxcHo dbims He menee: 1) 300 mouex Ha
OrliM 04 UBEMHBIX U HepHO-0enbiX NOAYMOHO08bIX usobpadceruil; 2) 1200 mouek Ha Oroim 045 YepHO-6eablX WMPUX08bIX
pucyHnkos. H300paxceruss 004cHbl Obimb «00pe3anbl» NO KPAsM U O4ULLeHbI OM <NbIAU» U <YAPANUH».
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UeCKUX 6eAUMUH U MEPMUHOB) He JONYCKatomCs.
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(pamunus, 3amem UHULUANALL) NPUBOOIMCA OMEHECHBEHHbIE ABMOPbL, NOMOM 3apybexctble. [Ipu ogopmaenuu chucka
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