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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-
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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.

AHHAJIBI APUTMOJIOM N, Ne 3, 2010
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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

Hapynrenns
ToKa I
v
MyTauuu B reHax
KCNH2wn KCNE2

SQTI | ™,

SQT2
LQTS5 OubprLIIILKS LQT6 BropuuHblii
npencepaun LQTS
Hapymenns HapyeHus
ToKa L, ToKa I,
v
| Myrtauuu B reHe SCNSA | Myrauuu B reHe KCNJ2 |
LQT3 SIDS | | Manonarnyeckas || Cunnpom AHnepcena
oK (LQT7)
Cunapom ITporpeccupyroiiee
Bpyrana HapyLueHue SQT3
IIPOBOIUMOCTH

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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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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