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Iean. Ilposecmu nouck mymauuii 6 eene SCN5A y nayuenmos ¢ cundpomom bpyeada memodamu JTHK-
duacHocmuKku, onpedeaumsv HaAuvue G3aUMOOMHOUIEHUN peHomuna u eeHomuna cpeodu 00abHbIX
¢ cundpomom bpyeada ¢ mymayusmu (2eHomun-nosoxcumenvHvie) u 06e3 mymauuii (eeHomun-
ompuyamenvivie) 6 eene SCNSA, Kodupyiouem nOMeHYUAN-4Y8CMBUMENbHbI HAMPUEBbl KAHA.
Ha dannbiit momenm cunopom bpyeada moeym evizvieams mymayuu 6 21 eeme, HO MOAbKO 3aMeHbL 8 2eHe
SCNS5A seasgtomes MaxrcopHvimu. YcmaHnoseienue omHOUeHUN eeHOmuna u geHomuna obneeuaem omoop,
ONMUMU3UPYem 3ampamvl Ha 00PO20CMOsUUE UCCACO08AHUSA U OANbHEHUYI0 MAKMUKY 6e0eHUs. 0aHHbIX
nayuenmos.

Mamepuaa u memoost. Hccredosanue exawuanro 46 nayuenmog (31 myxcuuna, cpeduuil eospacm
41,8+ 12,8 eoda). U3 Hux y 19 6boavubix nabawodancs cnowmauHwsiii bpyeada-nammepn I muna,
ay 27 uenosex co Il u Il munamu bpyeada-nammepna nocie 6HympuseHHo20 66€0eHUs HAMPUECEbIX
ba0kamopos Ha anekmpoxapouoepaguu ommeuers: bpyeada-nammepn [ muna u undykyus snceny0oukogoii
maxuxkapouu npoepammupyemot cmumyaayueil. Aucihynkuyus cunycHo-npedcepoHoeo y3ra Habaw0aracs
y 13 (28%) 6Goavhbix. B eene SCNSA mymauyuu obnapyxcenst y 14 (30%) npobandos. Koppeasuuu
genomuna-eenomuna uzyyaru kax y SCNSA-nonroxncumenvuoix, maxk u y SCNSA-ompuuyamenvHvix
nayuenmos.

Pesyabmamol. Y ceHomun-nonodicumensHuiX naAyUeHmos yaue pecucmpuposadncs cnonmantslii bpyeaoa-
nammepn I muna (71%, p<0,001), uucio 60abHbIX ¢ ceMeliHOl Ucmopueil 6He3anHoil cepOeHHoll cmepmu
makuce Ovino eviue (64%, p<0,002). SCNS5A-nosoxcumenvrvie nayueHmvt accouUUpo8anvi ¢ 6onee
yacmoim GvlseAeHUeM OUCHYHKUUU CUHYCHO-NpedcepOHoeo y3aa (6 uz 14) no cpasuenuio ¢ SCNSA-
ompuyamenvhsimu (7 uz 32) u yeeauvenuem uHmepeanos nPoGoOUMoCmu Ha 31eKmpoKapouoepamme nOKos
(P—Q u QRS). Ilo dannbim 31eKmpodu3uonoeutecKoeo uccaiedo8anus, nPoO00ANCUMENbHOCHb UHMEP8AN08
A—H u H-V, mak sce kak u KoppueuposaHHoe 8pems 60CCMAHOBACHUS (YHKUUU CUHYCHO20 Y31d, Oblau
docmosepHo yeeauuerwvl y 60avHbIX ¢ Mymauusmu 6 eene SCNSA (p <0,001).

Sakarouenue. [layuenmot ¢ cunopomom bpyeaoa (kax ¢ mymayusamu é eene SCNSA, mak u 6e3 Hux) mocym
OblMb PACNO3HAHBL C NOMOULIO heHomunuueckux omauquil. B xode uccaedoganus y 604bHbIX ¢ CUHOPOMOM
bBpyeaoa, necywux mymauuro 6 eene SCNSA, uacmo 6vis6431uce OUCOHYHKYUS CUHYCHO-NPeOCcepOH020 V3aa
u Hapyutenus nposooumocmu. Iloayuennvie dannvle cognadarom ¢ HabaOaemvimu dhpexmamu mymayuii
Hampueevix Kananoe no muny loss of function. [loamomy evisérenue Hapyuienuil cepoeuHot nposooOUMOCMU,
a makaice borvuiee yeeauuerue npodoaxcumenvriocmu QRS Ha gone hapmaronpob y nayuenmos ¢ bpyeada-
nammeprom I muna 6 3nauumenvHoli cmeneHu C8s3aHsl ¢ N0BbluleHHOl eeposmuocmuio mymauuu SCNSA.

Kawuesvie caoea: cunopom bpyeada; scenydoukosas maxuxapous; 6He3anHAs cepoeyHas cmepmn,; Ouc-
@DYHKYUS CUHYCHO-NpedcepOHoe0 Y31d.
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Objective. To carry out mutations search of SCN5A gene in patients with Brugada syndrome (BrS) using DNA
method, to study genotype-phenotype relationship of BrS patients with mutation (genotype-positive) and with-
out it (genotype-negative) in the SCN5A gene encoding the cardiac voltage-gated sodium (Na) channel.
Today, mutations in 21 genes have been associated with BrS, but only mutations in SCN5A gene account for
the vast majority. If a genotype-phenotype relationship exists, this might facilitate screening, optimize the cost
of valuable diagnostic studies and future management of these patients.

Material and methods. The study included 46 individuals (31 males, mean age 41.8* 12.8 years). Among
them 19 patients had spontaneous type 1 BrS ECG pattern, and 27 patients with type 2—3 BrS ECG pattern
showed a type 1 BrS after intravenous administration of Na-blocking drugs and programmed electrical stim-
ulation induced ventricular tachycardia. Sinus node dysfunction (SND) was observed in 13 (28%) subjects.
Mutations in SCN5A gene were identified in 14 (30%) probands. Phenotype-genotype correlation was stud-
ied in SCN5A-positive and SCN5A-negative patients.

Results. Genotype-positive patients have more frequently registered spontaneous type 1 BrS ECG pattern
(71%, p<0.001), also the number of patients with family history of sudden cardiac death is higher (64%,
p<0.002). SCN5A-linked Brugada patients are associated with a higher incidence of SND (6 of 14) than
non-SCN5A-linked Brugada patients (7 of 32) and significantly longer conduction intervals on the baseline
ECG (P—-Q and QRS). According to electrophysiological studies A—H and H—V intervals as well as correct-
ed sinus node recovery time were reliably longer for subjects with mutations in the SCN5A gene (p <0.001).
Conclusion. BrS patients with and without SCN5A mutation can be differentiated by phenotypical differences.
During investigation we frequently found SND and conduction disorders in patients with mutations in the
SCN5A gene. These results fit with the observed loss of function of mutated BrS-related sodium channels. For
this reason revealing cardiac conduction defects, drug-induced abnormal increasing of QRS duration for
patients with type 1 BrS ECG pattern are strongly connected with increasing probability of SCN5A mutation.

Keywords: Brugada syndrome; ventricular tachycardia; sudden cardiac death; sinus node disease.

BBegenue

BHezanHas cepneunast cmepth (BCC) siBnseTcst
BaXKHOW MEIMIIMHCKOW M COLIMATIbHOM MpOo0JIeMOIA.
CwmeptHocTh oT BCC cpenu ntoneii B Bo3pacte oT
7 mo 64 ner B EBporre cocrasusier 1,34 Ha 100 ThIC.
HacesieHus B rof [1]. ITo maHHBIM pa3HbIX UCCIEN0-
BaHmii, B 65—85% cmydaeB BCC peructpupyercs
y JIML C COXPaHHOW KOHTPAKTUJbHON (PyHKUMEH
JIEBOTO XeJlylouKa B OTCYTCTBUE BOCIAJUTEIbHBIX
WIM UILIEMUAYECKUX MOpakeHU MUOKap/a, 4To 3a-
TPYAHSIET AUATHOCTUKY U TPOBEIECHUE MEPOIpPUSI-
™ii 1o mpenynpexaeHnio BCC y 3Toil rpymiib
o6onbHBIX [2]. HemocpencTBenHoii npuunHoit BCC
B TaKMX CJydasix yallle BCEro sIBJISIFOTCS KU3HEYTIpo-
JKAIOIME KEeJYI0UYKOBbIE aDUTMUU, KOTOPbIE MOTYT
WMETh HACJEICTBEHHYIO MPUPOAY, YTO O3HayaeT
pucK pa3BUTUSl (haTabHBIX apUTMUIN HE TOJBKO
y 00JILHOTO, HO U Y €T0 JeTeil U OJIM3KUX POICTBEH-
HUKOB. OIHUM U3 TaKWX HACJIEJCTBEHHbIX 3a00J¢e-
BaHMUI gBJsieTcsS cUHApoM bpyrama — KJIWHUKO-

3JIeKTpOKapanorpaUIecKuit CUHIPOM, OOBEIM-
HSIIOLIMIA YaCThIe CEMEMHBIE CTy4al CUHKOTAJIbHBIX
cocrossHuit wim BCC BcienctBue moJuMOpdHON
xenynoukoBoii Taxukapauu (KT) m Hanmumyume Ha
anekTpokapauorpamme (DKI) ocoboit dopmbl
OJIoKamBl MMpaBoii HOXKM TTydka [iica ¢ mombpeMoMm
cermeHTa S7, IpU KOTOPOM OTCYTCTBYIOT OpTraHM-
yecKue U3MeHeHus Muokapaa [3].

ITockonbky DKI'-u3meHeHus1, XapaKTepHbIE IS
cuHapoma bpyraga, TMHaMUYHBI U YacTO JIATEHT-
HBI, NUCTUHHAS PacCIpOCTPaHEHHOCTb CUHIpOMA
B O0IIeH MOMYJISIUN J0 CUX MOP HE sSICHA U KOoJeO-
Jretcst oT 1 10 66 ciaydaeB Ha 10 ThIC. YeTTOBEK B pa3-
HBIX 9THUYecKuX rpymnmax. Cpenu xurteneit EBpo-
nel — oT 1 go 5 ciiygaeB Ha 10 ThIC. HaceneHUs,
MpU 3TOM HauboJiee YacTo 3a00J1eBaH1e BbISIBJISIET-
¢Sl y Ipe/icTaBUTes el TaK Ha3bIBaeMOTO KaBKa3CKO-
IO 3THUYECKOTO THITa, K KOTOPOMY, COTJIAaCHO MeXK-
TYHAPOAHBIM I'pafalivsM, OTHOCSTCS U BBIXOIIBI U3
crpaH Bocrounoii Espornbl [4]. C Hanboblieit ya-
croToli cuHApoMm bpyrama BcTpedaercs B cTpaHax
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FOro-BocrouHoit A3un (ot 2 10 4 ciaydaeB Ha 10 ThIc.
HaceJleHUs1), pexe — cpenu xutejeid CeBepHoI
Awmepuku (0,03 cimyyag Ha 10 TeIC. HaceneHus) [5].
B Poccuu yactota peructpaiiny 3Toro 3a00eBaHUs
MPUMEPHO COOTBETCTBYET eBpoIeiickoit [6, 7].

7151 TOCTAaHOBKM TMarHO3a HEOOXOIMMa PEeTucT-
pauus Ha OKI' crnoHTaHHBIX WU MHAYLMPOBAHHBIX
0JioKaToOpaMy HaTPUEBBIX KaHAJIOB XapaKTePHBIX
OKI'-u3MeHeHuli, BKIIOYAIOIIUX B Ce0S1 MOJHYIO
WJIM HETIOJIHYI0 OJI0Kaay TTpaBoii HOXKHU Tyuka [ca
¢ aneBanmeit cerMeHTa ST B IMPaBBIX IMPEKOPINATD-
HbIX oTBeaeHusX (VI—V2) cBomuaroii KoHpuUrypa-
uun — bpyraga-narrepH I tuna [8]. Manudecra-
uus bpyramga-narrepHa I Tuma MoxeT IpoOBOLIUPO-
BaTbCsl JIMXOPATOUYHBIMU COCTOSIHUSIMU, a TaKxXKe
pSIIOM JIEKapCTBEHHBIX mpernaparoB [4, 9]. O6mo-
POKHM 4Yallle OTMEYalTCsl Y B3POCbIX, MPU 3TOM
cpeqnuii Bo3pacT pasButuss BCC coctaBiser
41 £ 15 net [4, 5]. Y My:X4MH 3TOT NaTTEPH BCTpeya-
eTcs B 8—10 pa3 vaiie, yeM y >KeHIIUH, 9TO, IIPEIII0-
JIOXKUTEJIbHO, OOYCIOBJIECHO OOJbIIe CUION Kpat-
KOBPEMEHHOTO MCXOJALIEro KajuueBoro Toka I,
1 IeficTBHEeM OoJlee BEICOKMX KOHIICHTPAIINIA TECTOC-
tepoHa [3, 10]. Cpenu auL My>KCKOIO ITojia PUCK
BCC Bbiie B 5,5 paza [5]. Hepenko y 6071bHBIX TaKKe
BBISIBJISIIOT HaJKETyI0uKoBylo Taxukapauto (HZKT),
yare — pubpwusmio npeacepauii (POIT) [11].

Ha manHbIif MOMEHT U3BECTHO O 21 reHe, MyTa-
IIUY B KOTOPBIX MOTYT BBI3BaTh KIMHUYECKUE TIPO-
SBJICHWS CUHIpoMa bpyrama, omHaKo caMbIMH Jac-
TBIMU CydassMu, okosio 25—30%, ocraioTcst MyTa-
muu B reHe SCNSA, KoTopble TUAUPYIOT C MOMEHTA
ux neppoii Bepudukamuu B 1998 1. [12—14]. ITomu-
Mo cuHapoMa bpyraaa criekTp (peHOTUIIOB, CBSI3aH-
HbIX ¢ MyTauusMu reHa SCNSA, BKIIoUaeT B ce0s
III i cuHapoMa ymaMHeHHoro mHTepBaia O—17T,
IIporpeccupymolliee HapylieHUe TPOBOAUMOCTHU
(6onesns Jlenerpa), CUHAPOM €J1IaOOCTU CUHYCHOTO
y3ia (CCCY), arprnoBeHTpUKYIsIpHY10 (AB) 610Ka-
Iy, CUHJIPOM BHE3aITHOM AeTcKoi cmepTu [15]. My-
taiuu B TeHe SCNSA, peanusyloliyecs o Mexa-
HU3MY loss of function, MOTyT IpUBOAUTDH K KJIMHM-
YecKMM  TIpOSIBAGHUSIM  cuHIpoMa bpyrama
U AUCHYHKIUU CUHYCHO-MPEACEPIHOro y3a
(CI1Y) omnHoBpemeHHo [16, 17]. V3BecTHBI ciiyyan
BbIsiBJieHUs1 bpyrana-marrepHa I tuna Ha OKI no-
cjle MMIUIAaHTAllMUA BJIEKTPOKAPIUOCTUMYISITOPA
(BKC) no mosomy CCCY [18, 19]. AuchyHkius
CITY MoxeT o0ycioBaMBaTh NaTO(OU3NOJIOTHIO Ke-
JIYTOYKOBBIX apUTMMUYECKUX COOBITHUI B ciyyae
cuHapoma bpyraga, mocKoJbKy y TaKUX MallMeHTOB
YCTaHOBJIEHO Opaan3aBUCUMOE YCYIyOJIeHUE dJIeBa-
uu cermenTa S7 [20].

Hecmotpss Ha MHOTOYMCIIEHHBIC MyOJIUKAIIH,
MOCBsAIIIEHHBIE CUHApoMY bpyrama, MHOTHE BOMpO-
CHI, Kacalolnecsl alTOpUTMOB TUATHOCTUKHU U TTOMI-
XOIOB K JICYCHHWIO, HEMOCTAaTOYHO H3Yy4YEHBI. DTO
CBSI3aHO C IMMPOKKMM CITIEKTPOM KIMHUYECKUX TPO-
SIBJICHUI 3a00JIeBaHMsI, HE BCETa MOJTHOCTRIO OTpa-
>KEHHBIM B OITMCAHUSIX, KOTOPbIE BCTPEYAIOTCS B OTe-
YyeCTBEHHOM uTeparype. BMecrte ¢ TeM MIMEHHO CUH-
npom bBpyrama siBisercst nmpuuuMHoil cmeptd B 4%
Bcex cinydaeB BCC u B 20% caydae BCC y nui co
CTPYKTYPHO HEM3MEHEHHBIM cepatem [21, 22].

HamuMm uccnenoBaHreM Mbl XOTUM PAacCIIUPUTh
MIpeACTaBICHUST O TIOHMMaHUM OCOOCHHOCTe! aua-
THOCTMKHU U JIedeHUs cuHapoMa bpyraga. Mul rpo-
BEpUJIU, NCUCTBUTENbHO JIM CYIIECTBYET TeCcHasl
CBSI3b T€HOTUMA-(PEeHOTUNA Yy OOJbHBIX C CUHAPO-
MoM bpyranma, v BBISICHWIN, YeM TTPUHIIUITHATBHO
oTanYaioTcsa HocuTeau MyTauuii B reHe SCNSA ot
MalMEeHTOB, Y KOTOPbIX HE BBISIBICHO MYTallMi,
pasmeanB OOJBHBIX Ha IBE TPYIITBI: TeHOTHUIT-TTOJIO-
KUTENbHBIE (TEHOTUI+) U TEHOTUII-OTPULIATEIIb-
Hble (TEHOTUIT—).

MaTepan 1 METOAbI

KinnmHuko-MHCTpyMeHTajlbHOE 00CIea0BaHNe
OOJIBHBIX BKJIIOYAIO CTAHAApPTHOE M MHOTOKaHaJb-
Hoe OKI-ucciemoBanme, cyrouHoe 12-KaHalIbHOE
moHuTopupoBanue DKI nmo Xoarepy, MHBa3MBHOE
aneKTpodusnoaornieckoe uccieaoBanue (DDU)
T10 TTOKa3aHUsIM, IXOKaparuorpachuIecKoe UCCeno-
BaHue (DxoKI'). Perncrpaumio 12-kananbHoii DKI
MOKOSI IMMPOBOAWIN CO CKOpOCThIO 25 mnu 50 Mm/c,
pacriojiarasi 3JeKTpOoJibl B IPABbIX TPEKOPAUATBbHBIX
otBeneHusx (VI—V2) kak ctaHmapTHO, TaK U BBIIIE
CTaHAAPTHOM TMO3UIIMHU, BILIOTh 10 BTOPOTO MEXpe-
0epbsl. JluarHocTuuecKue mpoBOKaIlMOHHBIE JIeKap-
CTBEHHBIE TTPOOBI OCYIIECTBIISUTM C MCTIOJb30BaHM -
eM aHTHapuTMuYecKux npenaparoB (AAIT) knacca
la 1 Ic BHYTpHUBEHHO 110 CTAHIAPTHOMY IIPOTOKOIIY:
HOBOKaMHaMMUJI (MMpoKauHaMMJ1) B HAarpy304HOM 10-
3e 10 Mr/kr nnu dyiekanHua B 103€ 2 MI/KT (MakCH-
ManbHO 10 150 mr). BbINOMHSIM BHYTPUBEHHOE
BBE/ICHME OJIHOTO M3 IperaparoB B TedeHue 10 MuH
B YCJIOBUSIX TOTOBHOCTU K OKAa3aHUIO HEOTIIOXHOM
MOoMOUIY. bbul TpoBeeH MOUCK MyTalluii B KOIUPY-
OIEel MOCIeNOBAaTeIbHOCTH 1 TIPUJICTAIONINX WH-
TpOHHBIX o0sacTsx reHa SCNSA MeTonoM NpsSMOTro
cekBeHHpoBaHus o CaHrepy.

PesynbraTsI

C 2007 mo 2017 r. B HameM LleHTpe oOciaenoBa-
HO W TIpojiedeHO 46 mammeHToB (31 MyXdumHa
u 15 XeHuH, cpeqHuii Bo3pact 41,8+ 12,8 rona)
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C HaMpaB/ISIOIIMM IUATHO30M «CUHAPOM bpyramar.
Cpenu 00JbHBIX OTMEUYEHO IIpeodIaTaHre JIUL] MyX-
ckoro monma (67%). B oOciemoBaHHOI TpyIIIe
38 (82%) naieHTOB ObUIM CUMIITOMHBIMU M ITPEIb-
SIBJISUTA  KaJIo0bI Ha OOMOPOKM, TOJOBOKPYKEHUS
(23%), HOuHOE aroHabHOE AbIXxaHue (4%), TUCKOM-
dopt 1 6onu B obactu cepaua (28%), He cBsi3aH-
HBIE ¢ QU3MIecKoit Harpy3Koit. Y 12 (26%) 60IbHBIX
3apeructpupoBanbl ciaydyan BCC B cembe 10 45 et
B oGcnegoBaHHOM BBIOOpPKE HAOIIOOAIUCH CIEIYIO-
LL1e HApYILIEHMsI IPOBOAUMOCTHU U CEPACYHOIO PUT-
Mma: KT y 34 (74%) mauneHTOB, (GUOPWILISLIAS Ke-
nynoukoB (DXK) — y 12 (26%), KenymodkoBast IKC-
tpacuctoauss — y 11 (24%), nmapokcusMajibHast
HXT — vy 7 (15%), ®I1 — y 9 (20%), nuchyHKIMS
CIIY — y 13 (28%), AB-Ginokaga — y 15 (33%).
V 14 (30%) GOJILHBIX BBISIBICHBI MyTallii B IeHE

SCNSA MONEeKyJISIPHO-TeHETUUECKUMU METOJaMU
UcciIeIoBaHusl. MBI TIpOBeJIM CpaBHEHME aHAMHEC-
TUYECKNX, (GUBUKAIbHBIX, KITMHUIECKNX U UHCTPY-
MEHTaIbHBIX JaHHBIX MexXay SCNSA-M0o3UTUBHBI-
M 1 SCNSA-HeraTUBHBIMU MallMEHTAMU C CUHI-
pomoM bpyrana.

Mbl He BBISIBUWIM pPa3HULBI B COOTHOILICHUU
MYXXUMH Y XEHIIWH B IBYX TpyImax: B o6eux mpe-
obamanu MyxurHsl (71 u 65%, p=0,267). Takke
Mbl HEe HalId AOCTOBEPHBIX Pa3IUYUil MeXITy
IPYIIIaMUA B OCHOBHBIX KJIMHUYECKUX XapaKTepUC-
THKaX, a UMEHHO B BO3pacTe 00CIeyeMbIX, YaCTOTe
CUHKOITAJIbHBIX COCTOSIHUI, JOKYMEHTUPOBAHHBIX
snuzonax KT, Bo3pacTte MaHudecrauum 3adoeBa-
Hus (taba. 1). BMecTe ¢ TeM ycTaHOBJIeHA JOCTO-
BepHasi KOPpEJsLus MEXIy HaluuueM MyTalluid
B reHe SCNSA ¢ snm3omaMy peaHMMAaLlMK IT0CJIe

Taonuma 1

Knnaugeckas, snekTpokapauorpaduyeckasi 1 3JeKTPo(U3H0IOTHIECKAs XapaKTePUCTHKHU MANKEHTOB C CHAPOMOM
Bpyraaa ¢ MmyranusiMi B OTBETCTBEHHBIX IeHAX U 0e3 HUX

TTokazaTenn lTenornn+ TenoTumn— p
Yucno npobaHIoB, 1 32 —
MyxuuH, n (%) 10 (71) 21 (65) 0,267
Bo3pacr, net 31+15 48+ 11 0,044
Bospact 1-if cuHKOTIaIbHOI aTaKu, JIET 32418 35+14 0,680
Cewmeitnblii anamues BCC, n (%) 9 (64) 6 (18) 0,002
Cumnkore, n (%) 12 (86) 26 (81) 0,320
HoxymentupoBaHHbie KT, n (%) 11(79) 23 (72) 0,136
Knunundeckast cMepTh B aHaMHe3e, 1 (%) 6 (43) 6 (19) 0,007
DneBanus cermeHTa ST, MM 42+1,9 2,3£1,6 0,004
Hopwmansnas DK wiu 111 tum, 7 (%) 0(0) 8 (25) 0,017
OKT-marrepH I tuma, n (%) 10 (71) 9 (28) <0,001
DKTI-marrepH 11 Tuna, n (%) 4 (28) 15 (46) 0,024
P—Q-unrepnan, 11 orBeneHue, Mc 238 +41 176 £27 0,003
P—Q-untepnai, V2, mc 208 £38 159427 0,004
IMponomxkurensHocth QRS, 11 oTBeneHue, Mc 118 +24 102+ 16 0,062
[MponomxurensHoctb QRS, V2, Mc 134+13 109+ 14 0,005
Q—Tc-unrepsadn, 1l orBeneHue, mc 438+ 51 427 +45 0,020
DDOU, n (%) 8 (57) 26 (81) —
A—H-unTtepBai, Mc 168,0+28.9 92,0+19,8 <0,001
H—V-uHrepBaj, MC 85,8+17,0 57,5+£11,0 <0,001
KBB®CY, mc 1464,65 £ 520,00 670,0+187,6 <0,001
naaykimst XT, n (%) 8 (100) 19 (73) 0,020
HoxymentupoBanHbie HXKT/®PII, n (%) 0/4 (29) 7/5 (38) 0,006
UK, n (%) 14 (100) 25 (78) 0,184
MpeacepaHbie apUTMUK 7 (50) 6 (24) 0,006
JKEJTYTOYKOBBIEC apUTMUYECKIE COOBITUS 9 (64) 14 (56) 0,760
KEJTyI0YKOBbIE apUTMUUYECKIE COOBITHSI ITOCIe
Ha3HAYeHUSI XMHUAMHA 1-(7) 5(21) 0,037

Ipumeuanue. KBBOCY — KoppurupoBaHHOE BpeMsi BOCCTaHOBICHUS DYHKIUK cUHYCHOTO y3/a; MKJI — UMITTaHTUpyeMbIii KapauoBep-

Tep-neudpuIsSTOp.

< Ne2
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kauHu4yeckoir cmeptu (p=0,007) 1 cemeilHbIM
anamHe3zoM BCC no 45 net (p=0,002).

[IpoaHanu3uMpoBaHbl TUMbLI HApyIIEHUI pUTMa
Y [IPOBOAMMOCTH CPEIM IBYX IPYIII MALUEHTOB. Y 6
(43%) w3 14 cuMITOMAaTUYECKUX OOJBHBIX C TTOM-
TBepXKaeHHbIMU MyTanusMu B reHe SCNSA mo gaH-
HBIM XOJITEPOBCKOro MoHutopupoBaHust DKI re-
PUOINYECKU PErMCTPUPOBAINCH CUHOATPUATbHBIN
0JIOK ¢ may3aMM CMHYCOBOTO puTMa 10 3—4 ¢ u Opa-
aukapaust MeHee 40 yn/MUH, a TakKe yBeJIUUYEHUE
npono/okuTenbHocT P-BomHbl Ha DKI' B orBene-
Husx Il u V2. M3 6 marmeHToB ¢ nuchyHKIME
CITY y 4 Obliu 3aperucTpupoBaHbl MapOKCU3MBbI
®DII. M3 32 reHOTUN-OTPULIATEIbHBIX OOJILHBIX
auchyHkius CITY mo naHHBIM XOJTEPOBCKOIO MO-
nutopupoBanust DKI BeisiBiena y 7 (22%), daiie
B BUJIE CUHYCOBOI Opanmukapauu MeHee 45 ya/MuH,
10 TIOBOMY Yero 2 TMalreHTaM paHee ObIT MMILIaH-
tupoBaH DKC, a B mocieaymoleM BoisiBieH bpyra-
nma-miattepH | Tuma. Y 12 (38%) reHoTtum-orpuia-
TEeJIbHBIX OOJIbHBIX HaOJIIOAANUCh IpeacepaHbIe
apuTMUH, U3 HUX y 7 (22%) pervcTpupoBaiach ma-
pokcusmanbHast HXT, y 5 (15%) — ®I1.

I1pu cpaBHUTENBHOI OlleHKE pe3ynabTaToB DKI
B TIOKO€ Y T€HOTUII-ITOJIOXKUTETbHBIX TAllEHTOB
OBbLIO BBISBJICHO 3HAYMMOE YBEIUYECHME TPOIOJ-
KUTeJIbHOCTU MHTepBajia P—Q Bo Il orBeaeHun
(238x41 wmc, p=0,003) u orBegeHuu V2
(208 =38 mc, p=10,004) Mo cpaBHEHUIO C TEHOTUII-
OTpULIATeIbHBIMU OOJIbHBIMU (176 £27
u 159+ 27 MC COOTBETCTBEHHO), a TAKXKe yBeJIUUe-
HUE TIPOHOJKUTeIbHOCTH QRS B oTBemeHUM V2
(13413 u 109t14 wMc COOTBETCTBEHHO,
p=0,005).

[Mpoananu3mpoBaHbl 3JIeKTpoKaparorpadudec-
KUe TposiBieHust cuHapoma bpyrama. ¥V 19 (41%)
MMaIIMEHTOB MBI HAOIOAAIN CITOHTaHHBIN Bpyrama-
naTtTepH I Tuma (cBoayaThlii), KOTOPBIA XapaKTepu-
3yeTcs 3HAYMTEJIbHOM »JieBaumeil cermeHTta ST,
aMILIUTYA0H J-BOJIHBI 00Jiee 2 MM Ha MHUKE B coue-
TaHUM C HETaTUBHOM HaIpaBJIEeHHOCTbIO 7-BOJIHBI.
Cnonrtansbiii bpyraga-marrepn I Tuma BbIsIBICH
y 9 (28%) TreHOTUII-OTPULATEIbHBIX OOJbHBIX
ny 10 (71%) TeHOTUII-TTOIOXUTETHHBIX TAlMeH-
ToB. Cpenu 19 nauneHToB U3 00erX IPyMIl CO CITOH-
TaHHBIM bpyrama-natreprom I Tutra 'y 15 (79%) or-
MeueHa cemeiinas ucropust BCC, ay 12 (63%) —
muuHast. Y 19 (41%) GonbHbIX BbIssBIeH bpyrama-
narrepH Il Tumna (cemanoBUAHBIN), KOTOPBIA TaKxXe
XapaKTepU3yeTcsl BBICOKUM HadajaoM aieBauuu S7T°
C TIOCTENEeHHbIM YObIBAaHHWEM, 3aCThIBAIOIIUM Ha
ypoBHe Oosiee 1 MM BBIIIE M30JIMHUU, B COITPOBOXK-
JEHUU TTOJOXUTEIbHOU UK ABYX(a3HO T-BOJHBI.

Y 8 (25%) maumeHTOB OTMEUEH JIaTeHTHBIN bpyra-
na-natrepH III Tuna, yepenyloiuiics ¢ HopMajb-
Hoit DKI' B mpaBbIX NPeKOpAUATbHBIX OTBEACHUSIX.
Jlist BepHOI OLIEHKM J-BOJIHBI HEOOXOOMMO IIpa-
BUJILHOE PACIIOJIOXEHUE 3JIEKTPOAOB Ha TPYAHOM
ITOBEPXHOCTU. B HEKOTOPHIX cirydasx mist 6osee yc-
MEIIHOrO BBISIBIEHUSI U3MEHEHHOTo cermMeHTa ST
U JIydlleid MHTeprpeTauuu UMEIONIMXCS U3MeHe-
HUI TIPUMEHSIOCh CMEIIEHHUE TPaBbIX TI'PYTHBIX
3JIEKTPOJIOB BhIllIe (puc. 1).

Brisseinena nocroBepHasi SCNSA-cBsi3aHHAasT KOp-
peasauus ¢ Takumu DKI-xapakrepucTukamu, Kak
crioHTtaHHbIi Bpyrama-natrepH 1 tuma (p<0,001),
aieBalus cermeHTa S76osee 2 MM (p=0,004) 1 ymim-
HeHHbIl uHTepBas P—Q (p=0,003) (puc. 2, a). Pa3-
HULIBI B TIPOAODKUTEILHOCTY nHTepBaia O— 1c oOHa-
PYXXeHo He ObLIo (cM. Tao. 1).

bpyrapa-marrepH I Tuna obmamaet HanboIbIIEH
NUArHOCTUYECKOW  3HAYMMOCTBIO,  TTO3TOMY
v 19 (41%) naumenToB ¢ bpyrama-marreprom 11 ti-
ma uy 8 (25%) GOJbHBIX ¢ MHTCPMUTTUPYIOILINM
bpyraga-narrepHowm III Tuna npoBoauaucs papma-
KOJIOrm4yeckue Harpy3ouHsble Tpo0Obl. [Ipoba cuura-
Jlach TIOJIOKUTEIbHON B ciydae IpeoOpa3oBaHUs
OKI-n3menenuit B I T wim goctkeHus J-Boi-
HOI1 a0COJIIOTHOM aMILIMTYAbI 00Jiee 2 MM B OTBEJIE-
Hustx V1 n/mmm V2. Y 4 (100%) reHOTUIT-TIOJTOXKM -
TEJIbHBIX TIAIIMEHTOB Pe3yIbTaThl OBLIM ITOJOXKM-
TeJbHbBIMU. W3 23 TeHOTUII-OTpULIATEIbHBIX
OOJIBHBIX TIOJIOKUTEIbHBIE Pe3yIbTaThl MIPO0 OBLTH
rosydeHbl y 16 (69%) uvenoBek. Y 19 mauueHTOB
¢ bpyraga-marrepHom I Tuma mpoBouMpylolive
MPOOBI HE TIPOBOAMIINCH, TaK KaK OHU HE UMEJIH 10-
MOJHUTEIBLHOTO JUarHOCTUYECKOTO 3HAYCHMUSI.

IMocne BBemeHWs HOBOKaMHAMMIA ITPOIOJIKM-
TeJIbHOCTh P—Q-UHTEepBaia CUJbHEE YBEIWUYWIACh
y TTAIIMEHTOB C MYTAIIUSIMU, YeM Y OOJIBHBIX 6€3 MY-
tauuit (222+37 mc npotuB 174,35+33,00 wmc,
»<0,001). Haboganoch OTYeT/IMBOE YBEJIMYEHUE
MPOIOKUTENbHOCTH QRS-KOoMIUIeKca y IalueH-
ToB ¢ MyTaumsimu (148 +31 mc) mo cpaBHEHUIO
¢ OompHBIMU Oe3 myTtamuit (11821 mc, p<0,001)
rocje BBEeIEHUS] HOBOKAaMHAMUAA; COOTBETCTBEH-
HO, U Pa3HOCTb MPOAOKUTETbHOCTH QRS TakxKe
ObL1a TOCTOBEPHO OOJIbIIE Y TeHOTUI-TIOJI0XKUTEIIb-
HbIX TarueHToB (38 =17 Mc) NMpOTUB T€HOTUIT-OT-
puuareabHbix (1611 mc, p<0,002) (puc. 2, 6;
Tabs. 2). He orMeyeHO pa3HULIbI B CTEIIEHU yBeJu-
YeHMS TTPOJIOJIKUTEIBHOCTH MHTepBasia Q— 1c 1 n3-
MEHEHMI aMIuIuTyabl J-BoJHbI (p=0,3).

DupokapauanbHoe DMDU 6bu10 TIpoBeacHO Yy 34
(74%) maumenTtoB, u3 Hux y 27 (79%) vHmynuposa-
Ha KT nmporpamMmmMupyeMoil CTUMYJISILIMEN ¢ HaHeCe-
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Puc. 1. [Tauuent b., 22 rona, renorun+, SKI nmokos — 50 mm/c, 10 mm/B:

a — JacToTa cepIeyHbIX COKpalleHui 45 yin/mMuH, bpyraga-nartepH B otBeneHusix V1—V2; 6 — yactorta cepieuHbIX COKpaIeHUi 45 yn/MuH,
BBICOKME IPyIHBbIE OTBeAeHUsI (Ha 2 pebpa Bblllie), ycuiieHue aaeBauuu cermenTta S7 B oTBeneHusix V1—V2 yka3aHo cTpeikamu

HHMEM JBYX DKCTpacTUMYNoB. ¥ 12 (26%) GONbHBIX,
MEePEeXUBIINX KIMHUYECKYIO CMEPTh C YCTIEIIHBIMU
peaHMMallMOHHBIMU MeponpusatusimMu, DDOU He
npoBoguiioch. Y 8 SCNSA-NO3UTUBHBIX MalleH-
toB B 100% cnyyaeB mHayuupoBaHa KT. Cpemnn
SCNSA-HeraTUBHBIX OOJIbHBIX YaCTOTa MHIYKIIAU
KT nporpaMmupyeMoii CTUMYJISILIME Takxke ObLia
Bbicoka (19 u3 26, 73%).

Pesynbratet O®U moaTrBepauand MMeEIOIIMECs
HapyIlIeHUs IIPOBOAMMOCTH, BhIsIBIeHHbIe Ha DKI.
OrnpenenieHa TOCTOBepHAasl KOPPEJIsILUs MEXIy Ha-
JuureM Mytaiuii B reHe SCNSA 1 npoaoKuTesb-
HOCTbIO UHTepBaIoB A—H 1 H—V, KoTopble B Ipym-
e FreHOTUM-TOJOXUTEIbHBIX MallUEHTOB COCTAaBU-
au 168,0£28,9 u 85,8+ 17,0 MC COOTBETCTBEHHO,
npoctoBepHo (p<0,001) paznuuasich ¢ TpynIoi re-
HOTHII-OTPUIIATEIBHBIX OOJTBHBIX, ¥ KOTOPBIX 3TH
napameTphsl coctaBuwin 92,0+19,8 u 57,5+ 11,0 mc
COOTBETCTBEHHO, TaK Xe KaK W KOPPUTMPOBAHHOE
BpeMsI BOCCTAaHOBJIEHUsI (PYHKIIMM CMHYCHOTO y3J1a
(KBB®CY), p<0,001 (puc. 2, 6).

CoryacHO TIOCIIEIHUM peKoMeHmauusM, 14 re-
HOTUI-TOJOXUTEIbHBIM U 25 (78%) reHOTUIT-0T-
pUILIATEILHBIM MallieHTaM WMIDIaHTHPOBAaHBI Kap-

nnoBeprepbl-gedubpumngropel (MKO) (85%).
B niepuop HabJo1eHUS TTOCIe UMITJIAaHTAllUKA TeHO-
TUIM-IIOJIOKUTENbHBIE OOJIbHBIE B 1IeJOM (Kak
¢ nucyukuueit CITY, Tak u 6e3 Hee) mokazaiu 60-
Jiee BBICOKYIO yactoTy DI1, ueM reHOTUIT-OTpUlIa-
tenbHble (50 u 24% coorBercTtBeHHO, p=0,0006).
B cpoku nabmoaeHus 6,9 £3,6 roga 23 (59%) na-
LIMEeHTa MMeJIM MOTHUBUPOBAHHBIC CpabaThIBAHUS
MK/ 1o moBoay XeayIOYKOBBIX apUTMUIA, TOCTO-
BEPHBIX Pa3IMYUA MEXKIY T€HOTUII-TTOJOXUTEIb-
HbIMU U TEHOTUII-OTPULIATEIbHBIMU OOJbHBIMU
BBISIBIIEHO He Obuto (p=0,760). B TeueHue
36,0+ 12,5 Mec mociie Ha3HAYEHUST XUHUAMHA Jac-
TOTa MOTHMBHPOBAHHBIX IIOKOB cocTaBmia 15%,
TP 3TOM YaCTOTA XKEJIYTOYKOBBIX COOBITUI CHU3U-
Jmach Ha 45% B TpyIie TeHOTUIT-OTPULIATEIbHBIX
MMalleHTOB U Ha 85% B TPyIIIe TeHOTUIT-TIOIOXKM -
TEJIbHBIX TIPU HYJIEBOU JeTanbHOCTU. JnHaMuyec-
Koe HabiomeHne pekoMeHnoBaHo 7 (15%) acum-
TOMATUYECKUM OOJIbHBIM C MHTEPMUTTUPYIOIIUM
bpyrama-narrepHoM III Tuma 6e3 OTsSromeHHOro
nmmuHoro/cemeiiHoro anamuesa 2KT/DXK/BCC,
y KOTOpBIX BO Bpemst DMU xkeJry104KOBbIE HAPYILIE-
HUST pUTMa He WHIYIIMPOBAHEI.

AHHAJIBI APUTMOJIOMNN « 2017 « T. 14 « N° 2
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Puc. 2. [loka3arenu mauueHTOB C MyTa-
mussmu B reHe SCNSA (SCNS5SA+) mno
CPaBHEHMIO C TIOKa3aTeJssMU OOJIbHBIX,
Yy KOTOPBIX MYTallMii He BBISIBIECHO
(SCNS5A-):

a — NOCTOBEPHOE YBEIMYECHUE ITPOAOJIKUTEIIBHO-
cTu uHTepBaia P—Q; 6 — NOCTOBEPHOE yBeIUYe-
HHUE Pa3HOCTU MPOJOJIKUTETbHOCTH QRS-KOM-
IIJIEKCA I1OCJI€ BBECIACHMS 6J'IOK21TODOB HaTPUEBBIX
KaHaJIOB, ¢ — IIPOJIOHTalus KOPPpUTMPOBAHHOTO
BpEMEHU BOCCTAHOBJICHUS Cl)yHKLII/II/I CUHYCHOI'O
y3J1a IpU TIPOBEACHUU 3JIEKTPO(PU3UOTOTMUYECKO-
TO Ucciae1o0BaHUuA

Ta6bnuma 2

M3meHenne 3j1eKTpoKkapauorpaduyecKnx napamMeTpoB J0 U MocJie BBeJAeHHs 0JI0KATOPOB HATPUEBbIX KAHAJIOB
cpeau nanuentos ¢ bpyraga-nmarrepaom II u 111 Tunos

OKI-nmapameTpbl Tenorun+ TeHorun— P
OKT ucxomHo
4cc 59+t16 68112
uHTepBas P—Q, Mc 195+43 158 +£27 <0,005
MPOIOJIKUTENBLHOCTh QRS MC 110,00+ 24,49 98,73+17,00 0,009
uHTepBan Q—1c, Mc 408,34+ 30,35 423,13+42,77 0,275
amyIuTyza J-BOJHbI, MM 2,3+1,6 1,8+1,0 <0,001
OKI nocne AAII 1-ro knacca
qcc 71+£17 72+13
uHTepBan P—Q, Mc 222,66 £37,00 174,35+33,00 <0,001
MPOAOKUTEILHOCTb QRS, Mc 148,32+ 31,00 118,23 +21,00 <0,001
uHTepBan Q—Tc, Mc 426+ 60 431+£40
amJIMTyaa J-BOJIHBI, MM 42+1,9 3,9+1,2
Pasnocts DKI'-napamerpos Ha poHe AAIT 1-ro kiacca
AUCC 107 4+12 0,030
AP—-Q, Mmc 2618 32+21 0,027
AQRS, Mc 3817 1611 <0,002
AQ—Te, mc 1819 8+ 19 0,011
A aMuTy bl J-BOJHBI, MM 22+14 2,1+£1,3 0,300

[Tpumeuyanue. YCC — yacTtoTa cepeuHbIx cokpauieHuit; AAIT — aHTHapUTMUUECKUE TIperapaThl.
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O6cyxaenne

B obeux rpymnmax mpeobiaganyd My>KUYMHBI, YTO
corjacyercs ¢ pacrnpeaesieHueM OOJbHbBIX IO MOy
B npyrux ctpaHax. CpemHuit Bo3pacT MaHM(ecTa-
LM CUHKOIIe cocTaBwia 32 * 18 jeT y reHOTUII-M0-
JIOXKUTEbHBIX MAalMEHTOB U 35+ 14 JeT y reHOTUII-
OTpHUIIATEJIbHBIX, MUHUMAJbHBIM BO3pacT — 14 jerT,
MaKCUMaJIbHBIA — 57 JIEeT.

IIpu anammse cBs3u bpyrama-marrepna I tuna
¢ HanmmuyueM qucdyskimu CITY BuIsiBIeHO, YTO Y 6
n3 10 (60%) reHOTUN-MOJIOKUTEBHBIX MAllIEHTOB
ny2u39 (22%) reHOTUI-OTPULIATETIbHBIX OOJBHBIX
co cnoHTaHHbIM bpyrama-narrepHom | Tuma mno
naHHeiM DDU monprBepxaen CCCY. CpaBHuBas
nponomkuresbHocTh KBBOCY no nanubeiMm DOU
Yy TEHOTHIT-TIOJIOKUTEIbHBIX M TeHOTHUIT-OTPUIIA-
TEJTbHBIX MAlMEHTOB, MbI TOJYYUIU JTOCTOBEPHOE
yBenmmueHne KBBMOCY B rpyrme SCNSA-TTO3UTHB-
HBIX mpobaHgoB (1464,65+520,00 Mc mpoTtus
670,0x+187,6 mc, p<0,001). HanGomnee yacToii Ha-
XOIKOM Cpemy 3THX OOJBHBIX OB CMHOATPHAb-
HBIN 0JI0K ¢ may3amMu puTMa oosiee 2,5 c. Panee 2 re-
HOTUIT-OTPULIATEIbHBIM TIallMeHTaM ObLI IMarHoC-
tupoBaH CCCY wu wumniantupoBaH OKC,
a B MOCJIeAyIOIeM 3aperucTpupoBaH bpyrana-mat-
TepH | Tmma. B Hamem mcciemoBaHMUM TTOKa3aHO,
YTO cpeau OOJIbHBIX CO CITIOHTaHHBIM bpyrama-mar-
tepHoM I Tuna Hambosee yacto aucdyHkius CITY
BBISIBJISIIACh Y TPOOAHIOB C MOATBEPXKIEHHBIMU
myTauusimu B reHe SCNSA.

B 6enke HaTpueBoro kaHazia Navl.5 peanusarus
MyTalMii BOBMOXHA MO HECKOJIbKUM MeXaHU3MaM,
YTO TIPUBOAUT K TIOSBJICHUIO 1IeJI0N CEpUHU alljIeNb-
HbIX 3a00eBaHuil. CeromaHss HAKOTUIEHO TOCTaTOY-
HOE€ KOJIMYEeCTBO JaHHBIX O MYTallMsIX B TeHE
SCNS5A, peanusytomuxcs o tuiry loss of function
U CHOCOOHBIX MPUBECTU K CMEIIEHUIO, TIePEKPhI-
THI0 PEHOTHUTIOB, YTO OOYCIOBIMBACT OMHOBPEMEH -
HOE TOSIBJICHKE Y TallMeHTa (PeHOTUTTMYECKHUX MTPO-
SBJICHWI cuHapoMa bpyrama n HapyIeHUit TpoBo-
aumoctu u/unun CCCY [23]. U3BeCTHBI MyTaluu
Y1495X, R878C u E161K, mposBisoniuecs: mpo-
IpeCCUPYIONINM HapyIIEeHNEM MTPOBOANMOCTH U TH-
NUYHBbIMU U3MeHeHussMu Ha DKI' B Buze aneBaluu
cerMeHTa S7 B MpaBbIX IPYAHBIX OTBeAeHUIX [17,
24, 25]. Onucana myrtarusg R367H B rene SCN5SA
y manueHTa ¢ cuHapomoM bpyraga u CCCY [26].
B 2003 . D.W. Benson et al. coo0muau o 5 nersix
¢ BpoxkneHHbIM CCCY u3 Tpex HEpOJCTBEHHbIX Ce-
Meil, TpuIeM B KaXIol ceMbe ObUIO BBISIBICHO IO
JIBE reTepo3uroTHbie Mytaluu B reHe SCNSA [27].
WHTepecHO, 4TO IBE U3 IIeCTH UACHTUDUIIMPOBAH-

HBIX MYyTalldii paHee OBUTM acCOLIMUPOBAHEI C JIPY-
riumu 3abojieBaHusamu: aenenus delF1617 — ¢ cuH-
JIPOMOM YIJMHEHHOTro uHTepBaia Q— T, a MyTaiust
G1408R — ¢ cunapomoM bpyrama u mporpeccupy-
IOIIMM HapyllleHUeM MPOBOAUMOCTH [28]. MyTauus
G1408R BbI3BaIa MMPOKUI KIMHUIECKUI CIIEKTP
3a00JieBaHUI B Tpenesax OJHOU OonblIOi (paH-
LIYy3CKOM ceMbM, cocToslelt u3 45 poaCTBEHHUKOB.
M3 13 poncTBEHHUKOB, Y KOTOPHIX OHA ObLIa BHISIB-
JeHa, 4 wuMenu TUINMWYHBIN Bpyraga-nattepH
B TIPaBbIX MPEKOPANATBLHBIX OTBEACHUSX, ¥ 7 OBLIO
OTMEUEHO TOJbKO M30JMPOBAHHOE HapylIeHUE
IMPOBOAMMOCTU B OTCYTCTBHE (DEHOTUITMUECKUX
nposiBieHuit cuHapoma bpyrana, y 3 Tect ¢ ¢Jieka-
WHUAOM OBUI OTpULIATEIbHBIN [28].

Yem e MOXET OOBSICHSITHCS YacTOE pa3BUTHE
CCCY y 0ONBHBIX ¢ TEHETUYECKU TOATBEPXKIACH-
HBIM cuHApoMoM bpyraga? B xiierkax CHMHYCHOTO
y3Ja HaTpueBble KaHajbl, KOAUpYeMble T'€HOM
SCNS5A, HEMHOTOUYUCIEHHBI WU OTCYTCTBYIOT, TO-
aToMy nosiBiieHue auchyHkuuu CITY obycnosiaeHo
MOHMXEeHNEM (DYHKIIMU MOTeHIIMAaI3aBUCUMBbIX Ha-
TPUEBBIX KaHAIOB, HAXOMSIIINXCS B KJIIETKaX CHHOA-
TpuasibHOro mposeacHust [29]. CHukeHue QyHK-
IIMA HAaTPUEBBIX KaHAJIOB BCJICACTBUE MYTAIIUA
B reHe SCNSA mo tumy loss of function Bemer
K YMEHBIICHUIO BIUSHUM OBICTPHIX BXOMSIINX Ha-
TPUEBBIX TOKOB, YTO CHUXKAET CKOPOCTH (pa3bl ObIC-
TpoOIi Aenosipyu3aliuy MoTeHIrana AeHCTBUS U 3a-
MemISIeT pacIlpocTpaHeHre uMmmyiabca [17]. bouto
MPEeTOXKEeHO JABa Pa3IUYHbIX MEXaHU3Ma, JIeXKAIUX
B ocHoBe muchynkumu CIIY, accommumpoBaHHOIO
¢ mytauussMu B reHe SCNSA: 1) 3aMmenieHre mpo-
BoaumocTu Mmexay CITY u npencepaveM B CBSI3U
C TIOBBIIIIEHWEM TIOpOTra CTUMYJISIIMKA MUOKapaa
npeacepauii; 2) cooctseHHo noBpexaeHue CITY.
M X014 TIpenMyIIecTBEHHO aKTUBAIUS MEIJICHHBIX
KaJbIIMEBbIX KaHAJOB CTAHOBUTCS NMPUYMHON BO3-
HUKHOBEHUSI MoTeHLMana aeictBust Kietok CITY
u AB-y371a, HaTpueBble KaHAIbl TAKXKE UTPAIOT 3HA-
YUTEJbHYIO POJIb B Pa3BUTUU MPOLIECCOB IEMOJISIPU -
3allMM W PETOJISIPU3allii B HEOMHOPOMHON TKaHU
CITY [29]. DkcriepuMeHTalIbHbIE UCCeA0BaHUS Ha
reTepO3UTOTHBIX MbIIIAX C HOKAyTUPOBAHHBIM Te-
HoM SCNSA mokazanu, uro aucgyHkius CITY,
pa3BUTHE KOTOPOM CBSI3BIBAIOT CO CHUXKEHUEM Ha-
TPUEBBIX TOKOB, BJIeUeT 3a COOOI PEIyKIIMIO aBTO-
MaTu3Ma, 3aMeUIeHUe MPOBOAUMOCTHU WU OJIOKU-
poBaHue nmoteHnuanoB neiicteus ot CITY mo mpu-
Jiexkaiero K Hemy Muokapjaa npeacepaus [30].

Huchyukius CITY MmoxeT ObITh JOMUHAHTHBIM
(EeHOTUIIOM Y TaKMX MALIMEHTOB, YTO OOBSCHSIET
JIIATEbHOE T100pOKAaUYeCTBEHHOE KJIMHUYECKOE Te-
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yeHue [27]. Kapauoctumynsius (MUHUMaIbHAs
YaCcTOTa HaBSI3aHHBIX COKpallleHui 60 umIl/MUH)
MOXeT 3allUTUTh TaKUX OOJbHBIX OT BbIpaxK€HHOM
OpamuKapIuu, KOTopast CliocoOHa BhI3bIBATh U/WJN
YCYIyOJIsSITh yBeJIMUYeHME 3jeBaluu cerMeHTta ST
n crnocobcrBoBath ammzogaM KT/DXK [31]. Co-
IacHO TeKyluM pekoMeHmauusMm, MKJI momkeH
OBITh UMILJIAHTUPOBAH Y CUMITOMATUYECKHUX MallK-
€HTOB ¢ auarHoctupoBaHHbIM Ha OKI' bpyrama-
nattepHoMm I Tuna [1]. B Hamem ucciiemoBaHum oda
CMHKOTAJIbHBIX TanueHTa ¢ auchynkuumein CITY
U 1o3gHee BoIsiBIeHHBIM Ha DKI Bpyraga-marrep-
HoM [ TuIa noay4ynau BO3MOXHOCTb UMILIaHTALIMN
MK]I BmecTto DKC.

B uccinenoBaHuu nmosiydeHbl TaHHbIE, UTO Tall-
eHThl ¢ bpyraga-narrepnoM I Tua noMmumMo yBean-
YEHUS MPOJOKUTEIbHOCTA P-BOJHBI TTOKA3bIBAIOT
TakXe pas3IndHble Oe(deKTHl IPOBOAMMOCTU Ha
DKI nokos (ywinHenune P—Q u QRS). OnHako no-
CTOBepHOE yBeamueHue nHrepnajaoB P—Q Bo II or-
BegeHun (p=0,003) u QRS B orBeneHuu V2
(p=0,005), a Takke OoJiblliee yBeJIUYESHUE MTPOAOJI-
xuteapbHoctT QRS (AQRS 38t 17 mc mportuB
1611 mc, p<0,002) mocne BBeneHuss AAIT 1-ro
Kjlacca BBISIBJIEHBI Cpeu OOJbHbBIX, Y KOTOPBIX ObI-
Ju BepuduuupoBaHbl MyTauuu B reHe SCNSA.
DaekTpodusnonorndeckuii ap@eKT MpoBOLUPYIO-
LIMX TIPOO OOBSICHSIETCS YCYIyOJIeHUEM TeHeTu4Yec-
KU JIeTEPMUHUPOBAHHOIO MOPAXKEHUS HATPUEBBIX
KaHaj10B Ipu BBeaeHUN AAIL, mogaBisiommx Obic-
TPBIA JENONAPU3YIONINIA HaTpueBblid ToK Iy,, Ha-
MpaBJeHHbI BHYTPb KJIETKU. ¥ TEHOTUII-TIOIOXKU-
TEJbHBIX IMAllMEHTOB TAKXKE OTMEYEHBI BBIPAKEH-
HbIe HapyIIeHUsT ITPOBOAMMOCTH TT0 JaHHBIM DDU
(A—H-untepBan 168,0+28.9 mc u H—V-unrepsain
85,8+17,0 mc, p<0,001).

HccnenoBaHusi oKasbIBaloT, YTO OOJIbHBIE, He-
cyiue mytaiuu B reHe SCNSA, JyacTo UMEIOT yBe-
JIMYEHYE MPOIOLKUTEAbHOCTA P-BOJTHBI 1 P— R-WH-
tepBasa (200 Mc 1 0GoJjiee), UTO OTpaKaeT HaIM4ue
3anepxkku H—V-npoBoguMoctu (55 mMc u OoJee)
[32]. DT maHHBIE TTO3BOJISIIOT MPEAIIOI0XKUTh, YTO
CHUXKEHUE HATPUEBBIX JETOJSIPU3YIOIIUX TOKOB
BJIMSIET Ha BHYTPUIIPEACEPIHYIO CKOPOCTh MPOBE-
JICHUS U SIBJISIETCSI BO3MOXHBIM MEXaHU3MOM YBEJIH -
YEeHUSsI TPOJOKUTEIbHOCTU P-BOJIHBI U P—R-UH-
TepBaja y MalMeHTOB ¢ CUMHIpoMoM bpyraga. Ber-
CKa3bIBAIMCh MPEATOJOXEHUS], 4YTO Y 4YacTu
0OJIBHBIX TOCTENeHHas Jerpajaalus BOJOKOH Ipo-
BOJSIIEH CUCTEMbl MOXET MPOMCXOAUTH BCIAEACT-
BUE€ HapylIEHUs MHTErpallii MYTaHTHOTO Oejika
Navl.5 B CIIOXHBIII 0€IKOBO-CUTHAIBHBINA KOM-
TIeKc, cocTosunii u3 ankupuHa-G, N-kaarepuHa,

MHMHOPHBIX 3-CYOBETMHUII 1 KOHHEKCUHOB, (DYHK-
LIMeH KOTOPBIX SBJSIETCS obecrieueHrne MEXKIIETOU -
HBIX IIEeJIEBbIX KOHTAaKTOB, KOTOpbIE ITO3BOJISIIOT
SJIEKTPUIECKOMY MMITYIbCY PaCIpPOCTPAHSITHCS
npakTUdecKu 0e3 3amepxkek [33].

C. Antzelevitch et al. moyiaramT, YTO CUHAPOM
bpyraga, HauMHasich KaK MepBUYHAsT AJIEKTpUYeC-
Kasi 00Jie3Hb aHATOMMWYECKM 3I0pOBOTO cepilia,
C TeUYEHUEM BpPEeMEHHU NPUOOpPETaeT ONpeaeieHHbIC
CTPYKTYpHbIE M3MEHEHUSs, MOJ00HO TMOePHUPYIO-
IeMy MHMOKapy, KOTIa BHYTPUKIETOUHAS IereHe-
palus MPUBOIMT K CHMXEHUIO CHHTe3a Oeyka
B KJIeTKaxX M (pHOPO3HOMY 3aMEIIeHUIO MUoKapaa
[3]. UccnenoBaHusl HOKAyTUPOBAHHBIX I'€TEPO3U-
TOTHBIX Mbllelt ¢ MmyTaiueit reHa SCNSA nokaszanu
JIOCTOBEPHOE YBEJIMYEHME YaCTOThI (PMOPO3HBIX U3-
MeHeHuit Muokapzaa [30]. Hapymenue B3anmMopeii-
CTBHS OeKa HAaTPMEBOTO KaHalla M MOJEKYIN Kile-
TOYHOM aJAre3Mu MOXET BECTU K ITPOrpeCcCUpyroniein
CO BpEMEHEM JIe30praHU3alMK KJIETOUHbBIX KOHTaK-
TOB M HapyLIEHWIO MyTeil pacmpocTpaHEHUS WM-
MmyJibca, YTO, BEPOSITHO, SIBJISIETCS OJHUM U3 BO3-
MOXHBIX OOBSICHEHWI TOMY, YTO KIMHUYECKas
MaHudecTauusi cuHapoMa bpyrama yaiie npuxo-
IATCSI He Ha MOJIOJOM, a Ha CPpeTHUI BO3PpacT O0JITb-
HBIX [21].

Ha cerogHsimHUiI MOMEHT TIpeacTaBsieTCs
OYEBHUIHBIM, YTO Ae(hEKThl ITPOBOAUMOCTH, ACTEP-
MUHUPOBaHHbIe MyTalusiMu B TeHe SCNSA,
u SCNS5A-cBsa3aHHbIl cuHapoM bpyrama oOyciioB-
JIEHBI OMHUM U TeM ke dbdekToM MyTaumii loss of
function 1 MpoBeCTU YETKUE PA3TUUUS MEXKITY ITU-
MU AByMs (peHOTUIIaMU He Bceraa Bo3MoxKHO. He-
KOTOpbI€ aBTOPHI MpeAroJiaraloT, YTo caMblii pac-
npocTpaHeHHBbIN ¢eHoTun mytanuit SCNSA — 310
He cuHapoM bpyrama, a Hapacraiomue AeheKThl
MPOBOAUMOCTH [24].

Hucdynkuyum CITY 4acTo cOIyTCTBYIOT pa3indy-
Hble MpeacepaHble apuTMuu [4]. B Hatem uccieno-
BaHUU OBLIO YCTAHOBJIEHO, YTO CPEOW TMAIlMeHTOB
¢ mucynkumein CITY HaGmomaeTcss CKJIIOHHOCTh
K ®I1, koTopas 6bu1a BeIsIBIeHA Y 4 (67%) TeHOTHII-
MOJIOKUTEJIBHBIX O00JbHBIX ¢ muchynkumein CITY
ny 3 (43%) reHOTUIT-OTpULIATeTLHBIX. B miccienoBa-
Huu PROSPER noka3zaHo, 4yTo rposoHrauusi P-BoJ-
Hbl ¥ yBEJUYEHUE MPOJOJIKUTEILHOCTU UHTEepBaia
P—R yxasbiBatotr Ha puck passutus OI1 [34].

Ilo maHHBIM pa3HBIX UCCIETOBAHUI, MPOTHOC-
THYeCcKast 3HAYMMOCTh TTOJIOKUTETbHOTO DM KO-
nebnercs ot 37 mo 50%, mostomy poabr DDOU
B omeHKe pucka pas3Butusg XKT/DPXK y GOIBHBIX
¢ cuHApoMoM bpyrama okoHYaTeJabHO HE Ompene-
jeHa [35, 36]. B mpocreKTUBHOM HCClIEI0BaHUU
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PRELUDE (PRogrammed ELectrical stimUlation
preDictive valuE) 0bL10 TTOKa3aHO, YTO TOJIBKO MH-
nykunn KT /DK mporpamMmmupyemMoit seKTpudec-
KO CTUMYJISILMEN B OINpPENcIeHUN MallMeHTOB BbI-
cokoro prucka BCC HegocTaTOuHO M CcpeAu Mauu-
€HTOB ¢ cuHApoMoM bpyrana, y kotopsix KT/DXK
ObUla MHAYLMpPOBaHA, HEOOXOAUMO TaKXKe OLeHU-
BaThb HaJlu4ue CIOHTaHHOro bpyraga-matrepHa
I Tuna, ucropuio cuHkomne, 3¢ heKTUBHBIN pedpak-
TEPHbIN nepuo xeayaoukoB meHee 200 Mc u par-
meHTauuo QRS ns naeHTUUKAIUY KaHAUIATOB
Ha umrutantanuio MKJI [37].

B Hamewm uccienoBaHuu crioHTaHHbINA bpyrama-
naTTepH | THIa 3HAYMTENbHO Yallle PeTMCTPUPOBATI-
csl Yy CHUMIOTOMATHUYECKUX OOJIbHBIX, MMEIOIIMNX
B aHamHe3e ykazaHus Ha 2KT/BCC. YcraHoBieHa
JOCTOBEpPHAsl KOppEJsILUsS MEXIy CIOHTaHHBIM
bpyrana-narrepHom I Tuma u cemMeifHbBIM aHaMHe-
3oM BCC (»p<0,003), a Takke JUYHOU UCTOpUECH
BCC (p<0,006) B TpytITe MaMeHTOB C MyTaIlASIMU
B SCNS5A. BbIsiBlIeHO TakKe HaJIMuue KOPpPeIsiuu
mexnay myrauusMu B SCNSA U BBICOKUM PUCKOM
BCC co crnenyomumu 31eKTpoKapauorpahuaecKm-
MU MIPU3HAKAMU PAaHHEU penosisipu3aliuy Keayaod-
KOB: aieBalus cermeHTa S7 6osee 3,2 MM (p <0,004)
u amuutyaa J-BojiHel 6osee 2,1 mm (p<0,001). Xo-
POIIIO BbIpaXKeHHas MO3AHsISI TOJIOKUTEIbHASI BOJTHA
J B Hmxxnux otBeneHusx (11, I1I, aVF), tak xe kak
u pparmeHTanus QRS, MOXET SIBASIThCSI OCHOBHBIM
(akTopoM pucka pazsutus DK [38].

B psane cnyyaeB n3yyeHue HapyluIeHU pernos-
pU3alMy TIPOBOJUTCS B BBICOKUX TTPaBbIX TPYIHBIX
OTBEACHMSIX, 3apPEerMCTPUPOBAHHBIX HAa OJIWH WU
JIBa MEXpeOEpHbIX MPOMEXKYTKaA BBIIIE CTaHAApPT-
HbIX. [TokazaHo, YTO BbISIBJIEHUE MAaTOTHOMOHUWY-
HbIX U3MeHeHuit DKI B aTHUX MO3ULIMSIX UMEET Ta-
KYI0 e IMarHOCTUYECKYI0 3HAYMMOCTh, KaK U Tpu
CTaHAAPTHOM PacHoJI0OXEHUHU 31EKTpoaoB [39].

Mmmnanrauusa K] sBisieTcs Tepanueii BeIOO-
pa Uil NaUMEHTOB ¢ cuHApoMoM bpyrana, Hanpas-
JICHHOM Ha TEepBUYHYI0 WJIM BTOPUUHYIO TIpodu-
naktuky BCC [1]. B HameMm wucciaeqoBaHUUA WM-
miantupoBano 39 (85%) WK mnpu HyneBou
OTHAJICHHOM JIeTaIbHOCTU. HeoO0XonuMo OTMETUTD,
YTO Y OOJIbHBIX C TSKEIBIMUA ApPUTMUUYECKUMU TTPO-
SIBICHUSIMU, 4YacTbIMU cpabaTtbiBaHussMu MK]JI
U1 OTHOBPEMEHHO HENEePEHOCUMOCTbIO MEIUKAMEH -
TO3HOW Tepanuvy BO3MOXHO IPOBEIEHUE BIUKap-
NUaJIbHOIM abyialliM B 00JIaCTU BBIBOJHOTO OTHENa
npaBoro xeaynouka (BOITX) [1]. PesyabraThl mo-
CJENHUX MCCJIENOBAaHUN HAIISIAHO JEMOHCTPUPY-
0T, UTO TOCJIE IPOBEACHUS AMUKapANaIbHOM aba-
LIMA HU Yy OJJHOTO U3 MAlIUEHTOB He ObLIO (heHOTU-

MUYECKHUX MPOsIBJIeHUI cuHapoma bpyrana, a Tak-
Ke He mHnynuponanachk XKT/DXK [40—42].
Pestomupyst pesyiabTaTbl COOCTBEHHBIX HaOJI0-
JIeHUI ¥ JTaHHbIE 3apYOeKHBIX pabOT, MBI IIpeaiara-
eM MOAU(ULIMPOBAHHBIN alTOPUTM BeIeHUs Mallu-
eHToB ¢ cuHapoMmoM bpyrama (puc. 3). CumnTomMa-
TUYECKUM TMauueHTaM ¢ bpyraga-nmarrepHowm I tumna
U KJIMHUYECKON CMEpPThbIO B aHAMHeE3€¢ PeKOMEH/Iy-
ercs umiutantauus MKJI 6e3 Heo6XxoauMoCTy Mpo-
BegeHus DU (I knacc pekoMmenaauumii). IarueH-
TaM ¢ ooMopokaMu, y KoTopbix KT /DK nokymeH-
THUpOBaHA WJM TOATBepxKAeHa NaHHbIMU DDOU,
Takke pekomeHayercsa nocraHoBka MK (I u Ila
KJ1acchl peKoMeHaaluii). JIise onpeneneHus mmoka-
3aHuit K umiiadtaiuu MKJ y acuMnroMaTuyHbIX
0OJIbHBIX CO CMOHTAHHBIM WJIM MHIYLIMPOBAHHbBIM
bpyrama-narrepHoM I Tumna 6e3 TOKyMEeHTHpPOBaH-
Heix anu3on0B XKT/DXK npengaraercsl UCIOJIb30-
BaTh pe3yabTaThl IHAOKapaAuaibHoro DPU Hapsmy
¢ pesynwratamu JIHK-nmrnarHoctTuku, Tak Kak BbISIB-
neHue mytauuii B reHe SCNSA saBjisieTcs 10CTaTou-
HO 4YYBCTBUTEJIbHBIM mpenukTopoMm pucka BCC.
ITposenenue NHK-auarHOCTUKU peKOMEHAyeTCs
BCEM CMMIITOMHBIM MallMEHTaM C JIMYHBIM aHaAMHe-
3o0M BCC 1 acuMnToMHBIM OOJBHBIM CO CITOHTaH-
HBIM WJIM WHIYLIMPOBAaHHBIM bpyrana-narrepHoM
I Tuna B cityyae Moja0XMUTeIbHOTO CEMENHOT0 aHaM-
Heza BCC. Ilouck myrauuii B reHe SCNSA peko-
MeHA0BaH Tpu Haauuuu auchyHkuuu CITY unu
0OJIBIIIETO YBEIUYEHUS IPOAOKUTEeIbHOCTH QRS
(AQRS 6onee 30 Mc) Ha (poHe BBeaeHUST OJIOKATO-
poB HaTpueBbiX KaHanoB. Eciu nannusie JIHK Heno-
CTYMHBI, CJIEeIyeT ONMUpaThcs Ha pesysbrTaThl DOU
B COUETAHUU C OLIEHKOI Iojia, Bo3pacTa, CeMeHO-
ro anamHe3a BCC u npu3HaKoB paHHEN PEIOJISIpU-
3allMM 3KEJIYJIOYKOB (aMIUIMTyda BOJHBI J OoJjiee
2,1 MM, sneBauus cermeHTa S7 6osee 3,2 MM B IIpa-
BBIX IIPEKOPAMAIbHBIX OTBeAcHUsIX). B cirydyae 00-
HapyXeHMs Yy mauueHTa ¢ cuHapomMoMm bpyrana re-
HETWYECKO MyTallMM MPOBeACHUE CKPUHUHIA, Ha-
MPaBJIEHHOTO Ha BBISIBJIEHUE OTOW MyTalluM,
PEKOMEHI0BAHO BCEM OJIM3KUM POJACTBEHHUKAM,
Jlaxke MPU OTCYTCTBUU Y HUX XapaKTEePHBIX 151 3TO-
ro 3adosneBaHusi uaMmeHeHuit DKI. IlposeneHue
JHK-nuarHocTuky nuiiaM, MMEIOLIMM Ha 0a3ajib-
Hoit OKI bpyragpa-narrepust Il u III Tumnos,
MPU OTCYTCTBUU Y HUX CUHKOIIE U OTSTOLIEHHOTO
no BCC cemeiiHOro aHamMHe3a He PEKOMEHAYeTCsl.
JunHamuueckoe HaOJ0JeHUE PEKOMEHI0BAHO Ta-
LIMEHTaM TPU OTCYTCTBUM Y HMX JUYHOIO/CeMeii-
Horo aHamHe3a KT/BCC u orpuniaTesbHbIX pe-
3ynsratoB OMU. B HesICHBIX cllyyasiX BO3MOXHA
UMILIaHTauust KapauomoHutopa Reveal. TToBTopsi-
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IOIIMeCs] MOTUBUPOBAHHBIC IIOKHU SIBJISIIOTCST TTOKA-
3aHUEM JUIS HazHayeHusd xuHuauHa (Ila knacce pe-
KOMEHIalMIi), CIOCOOCTBYIOIIETO BOCCTaHOBJIE-
HUIO TIPOAOJIKUTEIBHOCTU ITOTCHIIMANA JeiCTBUS
U penoJisipu3allui B MUOKap/e MpaBoro Xeayaouka
1 pexoMeHaoBaHHOro EBporeiickum o0011ecTBOM
kapauosoroB (ESC) [1]. [IpuHuMasi BO BHUMaHUeE
pe3yapratel admanun BOITXK y manmneHTOB ¢ cCUHA-
poMoM bpyrama, mMbl pemivdayd BKJIIOUUTH B ajro-
PUTM TpoBeeHUe abJalluy KaK OJIMH U3 3TaroB Jie-
YeHMUS.

JaxiaoueHue

MBI He BBISIBUWIM T€HAEPHBIX U AeMorpaduyec-
KHX 0COOCHHOCTE! Y TPUHIUTTHATBHBIX KITMHIYEC-
KUX pa3inyuii B TeYEHUU 3a00JeBaHUST MEXIY Tre-
HOTUII-TTOJOXUTETbHBIMU U T€HOTUIT-OTPULIATETb-
HbIMM TanueHTamMu. OmHAKO HOCHUTETW MYTalldi
JIOCTOBEPHO BBIACISINCH MO JuyHoMy (p<0,007)
u cemeitHomy (p<0,002) anamueszy BCC. Ha To,
4yTO OOJIBHON ¢ cuHApoMoM bpyrama Hecer Myra-
muio B reHe SCNSA, MOryT yKa3blBaTb HEKOTOPbIE
aJIeKTpoKapauorpadpuyekre OCOOCHHOCTH, TaKue
KaK YBEJMYEHHE WHTEPBaJIOB IMPOBOJUMOCTH Ha
OKI nokost (P—Q u QRS). Y Takux nauueHToB ya-
e HaOJogaeTcsl yBeJluyeHue uHTepBaioB A—H
n H—V no nanaeiM D®U. Btu pe3yabTaThl COBMA-
JaloT ¢ HaOmogaeMoi peanu3alueil MyTaluii Ha-
TpUEBBIX KaHaJoB Mo Turly loss of function. bosb-
HBIM CO CTIOHTAaHHBIM WJIM WHIYLIMPOBAHHBIM bpy-
raga-natrrepHoM | Tuma, MMeEOIMM HapylIeHUSs
npoBoauMOCTH, ocobeHHo auchynkuuio CITY, pe-
KOMEHIYeTCsl MTOMCK MyTalluii B reHaX HaTPUEBBIX
KaHaJIoB, JIeTepMMHUPYIOIMNX CUHIApoM bpyrana,
B IiepBylo ouepenb B reHe SCNSA. B ciyuae peruc-
Tpauuu bpyrama-nmarrepHa I Ttuma y mauumeHTta
¢ CCCY, KoTophiii UMEET IOBTOPSIIOLIMECS apUT-
MOTEHHBbIE OOMOPOKH B TIEPUO HAOIIOACHUSI TTOCIe
nMmruiaHTauun DKC, eMy moJkHaA OBITH TIPEIIOXe-
Ha cMeHa DKC na UK.
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