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B ocHOBe nanonatudeckux HapyIIeHU puTMa B 3Ha-
YUTEIBHON YaCTH CIIy4aeB JIeXkKaT BPOXKJIEHHBIE CTPYKTYp-
HbIE aHOMAJIMK MPOBOASIIMX myTeil. Hanbonee yacteiMu
MPUYMHAMU CPEU HUX SBIISIOTCS aHOMAJIbHBIE JIOMOIHU-
TenbHbIe ipoBosiue myTH (JII1IT), mpoHukarorue B COKpa-
TUTENBHBIN MUOKAP]] U MEXaHU3M MIPOIOJIBHON AUCCOLna-
IIUH aTPUOBEHTPUKYIISIPHOT0 coenHenus. CyIecTByeT MHe-
HUE, COITIACHO KOTOPOMY, TOMUMO YHCTO aHATOMUYECKUX
0COOCHHOCTEH CTPOEHHS IPOBOJIAILEH CHCTEMbI MUOKap/a,
B Pa3BUTUH HapyLICHUH pUTMa UMEET 3HAYEHUE U U3MEHe-
HHe ee (PyHKIMOHAIBHBIX CBOMCTB. B KauecTBe ofHOrO M3
KJTIOUEBBIX MOJIEKYJIIPHBIX CyOCTPaTOB MEXKKIIETOYHOTO TIPO-
BEJICHUSI UMITYJIbCOB PACCMaTPHUBAIOTCSI OCJIKM KOHHEKCHHBI,
ydacTByonye B (POPMHUPOBAHUN CHEIMATHU3UPOBAHHBIX
MEeMOpaHHBIX CTPYKTYP, 00ECIICYMBAIOLINX IPSIMYIO CBSI3b
MEXIy KJIeTKaMu.

B xnerkax cuctems! I'uca-Ilypkunne uenoBeka Hau-
OOJIBIIIYIO POJIL OTBOJIAT KOHHEKCHHY-40, KOTOpBIit 0becrie-
YHBAET BBICOKYIO CKOPOCTh IPOBEACHUS UMITYIIbCA K KapAH-
omuonmraM [ 1]. B Hacrosiiiee Bpemst UMEIOTCSI JaHHBIE 00
ACCOIMAINH JTOKAJIIBHOTO CHUYKEHHSI SKCIIPECCUN KOHHEKCH-
Ha-40 B pa3IM4HBIX OT/AENAX IPECEP NN C PUCKOM Pa3BUTHS
¢$ubpmnsiy npencepauii [3]. B skcniepumenTax Ha Mojie-
JIM «HOKayTUPOBAHHBIX) MBIIIEH MTOKa3aHO, YTO CYIIECTBEH-
HOE CHIKEHHE YPOBHS KOHHEKCHHA-40 ¢ HapyIIEHHEM ero
BHYTPHCEP/ICYHOH JIOKTU3ALIUH, 00YCIOBICHHOE BBEACHH-
€M MHAKTUBUPYIOIIEH MyTaI[K B '€H €ro TPAHCKPHUIILIUOH-
Horo (paxropa HF-1b, 3HaunTeIbHO yBEIMYNBAET CMEPTHOCTD
JKUBOTHBIX, CBA3aHHBIX C XKEITYI0YKOBBIMH TaXUAPUTMHSIMU
Y aTpUOBEHTPUKYJISIpHBIME (AB) O110Ka1aMu py OTCY TCTBHN
MOP(OJIOTHYCCKUX H3MCHEHUI B cepiie [2].

B cBsi31 ¢ yOMSHYTHIMY CBEICHUSIMU IIPE/ICTaBISET
3HAYUTEJBHBIA UHTEPEC UCCIIECA0BAHUE TOIUMOPPH3MA T'e-
HOB, KOZIMPYIOIIMX OCITKH, ONPE/ICIISIONINE CTPYKTYPHOE U
(hyHKIIMOHAIEHOE COCTOSTHIE MPOBOJISIIIICH CUCTEMBI U U3Y-
YEHHE €r0 CBSI3U C Pa3IMUHBIMU HapyleHusaMu putma. [lo-
9TOMY LIEJIbIO HACTOSIIIEH PA0OTHI IBUJIOCH M3Y4EHHE acCo-
uay nonmmopdusma rena SP4 uenoseka, JOKaIM30BaH-
HOTO Ha 7-# XxpoMocoMe B paitoHe p21-p13, sBisromerocs
TOMOJIOTOM TI'€Ha TPAHCKPHITLMOHHOTO (hakTopa MbllIeH

HF1b, ¢ anexTpon3n0oI0TnYecKUMH OKa3aTesIMH TTPU
cunapome WPW.

MATEPUAJTUMETO/bI

B uccnenosanue Bxiarouniu §1 marnueHTta ¢ CHHAPO-
MoM WPW: 43 my»xunnsl u 38 sxenmH. Bospact oocinerno-
BaHHBIX MMAIIMEHTOB KoJieOasics B pesesiax ot 7 10 62 JeT, B
cpenHeM - 31,8+15,5 net. Kputepusmu BiitoueHus B uccie-
JIOBaHHE OBUIO OTCYTCTBHUE Y TTAIIMEHTOB BPOXKICHHBIX U ITPH-
00peTeHHBIX TIOPOKOB Cep/Illa, MEPEHECEHHBIX B MPOIILIOM
MHOKapAMTa U TEepUKapUTa JIF000H 3THOIOTHH, OCTPOTO
nH(papKTa MHOKap/a, OCTPOro KOPOHAPHOTO CHHIPOMA U
HAPYIICHUH (YHKIUU [IUTOBHIIHON Keie3bl. J[aBHOCTH
«apUTMHUECKOr0 aHaMHE3a» CocTaBmiIa OT 1 roza a0 46 jer,
B cpeaHeM - 11,5+10,9 net. @opmel 1peaBo30ykIeHNS Ke-
JIYJJO4KOB OBUTH IPE/ICTaBIICHbI MAHU()ECTUPYIOIINM CHH/I-
pomom WPW —y 41% GoibHBIX, CKPBITEIM — y 37%, 11pexo-
JsmM — y 17% u mateHTHBIM — y 5% o0ciieioBaHHbBIX. Y
86% (70 yenmoBek) 00CIIEIOBAHHBIX PETUCTPUPOBAITH TAPO-
KCH3MaJIbHYIO PEIIMIIPOKHYIO OPTOIPOMHYIO aTpUOBEHTPH-
KYJSIPHYIO TaxuKaputo, nprdaeM y 23% (16 uesoBex) U3 HUX,
B COYCTAHHHU C TAPOKCU3MATLHON (GHUOPHILTAIICH TIpeicep-
quil. ¥V 10% (8 yenoBek) perucTpupoBaIu NapoKCU3Mallb-
HYIO PELUITPOKHYIO aHTHPOMHYIO TaXUKapAUI0. Y M0JI0BH-
HBI 3THX MAIUCHTOB (4 YeI0BeKa) HAOFOIAIHN TAPOKCH3MAITh-
Hyto hubpuusmio npeacepaui. Y 3 naunentos (4%) or-
METHJIM U30JIMPOBAHHYIO MTAPOKCU3MAIBbHYI0 (PHOPHILIAIHIO
npecepan.

Y Bcex MalneHToB PerncTpupoBaIn TAKUE KIIMHUYEC-
KHe 0COOCHHOCTH 3a00JIeBaHMsI, KaK BO3pacT MaHH(pecTa-
MM TAXUKAP/MH, YACTOTY MPUCTYIIOB TAXHUKAPIUH B MECSIT
Ha MPOTSHKEHUH MOCIIETHEr0 o/ia, CPEIHIO0 YacTOTy cep-
neunbix cokpariennii (UCC) Bo Bpemst TapoKCH3Ma TaxuKap-
Jn. BeeM GONBHBIM MTPOBOAMIIN YPECITUIIIEBOTHOE AIIEKT-
podusuonornueckoe uccienopanue (IDU) ¢ ucnonp3oBa-
HueM komiuiekca «nkapt» (TOO «DiekTporyasey, T.
Tomck) ¢ oneHKoi coctosiHusl GyHKIMU TpoBeneHuss AB
coenmHeHus U nnposeienus uepes JAI1I1 c onpenenennem nx
a¢dexTrBHBIX pedpakTepHbIx epruoaos (DPIT). Dxokapau-
orpaguucckue (9xoKI') mokazareim noxydaiy ¢ IOMOIIBIO
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sxokapauorpada «UltraMark-9» (Kanana). Ouenuainu psi
aHaTOMHYECKNX 0COOEHHOCTEH cep/ilia (HajIu4ue mposiarca
MUTPaJIEHOTO KJIaraHa, J00aBOYHBIX XOP/1), ONPEACIISUTH pas-
Mepsl sieBoro npencepaust (JII1), konewnslid auacroauyec-
kuit (KZIP) n cucronmmueckuii pasmeps! (KCP) neBoro xeiy-
nouka (JIXK), ¢ppakuuro Beiopoca (PB) u Tonmumny 3aHe
crenk (3C) JDK. []yist BceX MarueHTOB PacCYUTHIBAIH UH-
neke macenl Tena Kerite (MM T=macca tena (kr)/poct? (m?)).

B cBsi31 ¢ TeM, 4TO HA MOMEHT NPOBE/ICHHS HCCIIE/I0-
BaHMs, JIaHHBIE 0 osimMopdusmy reHa SP4 B mupoBoit
JUTEpaType OTCYTCTBOBAJIH, TIOMCK MH()OPMATHBHBIX TOJIU-
MOP(]HBIX MAPKEPOB B TOM I'€HE IIPOBEITH METOIOM aHaJIN-
32 MMPOBBIX 023 JIAHHBIX 10 OJJHOHYKJICOTH/IHBIM ITOJIMMOP-
¢ubM Mapkepam (OHIIM) renoma venoBeka.

B pesysbrare aTOr0 anaimsa s JaibHeHIINX Heciie-
nmoBanuit Obu1 BeIOpan OHIIM rena SP4 - NCBI SNP rs
1011168, noxanu3yomuncs B ITOM HHTPOHE, OTpe/Ierisie-
MbIi 3ameHoi A Ha T B no3uiuu 80807 u xapakTepusyto-
IIMACS IOCTATOYHO BBICOKOM YacTOTOM 00OMX ajuiesield B
MIPEJICTABIICHHOW B 0a3¢ TaHHBIX BRIOOPKE XpomMocoMm. [liis
ananm3a nosumopgusma storo OHIIM Obuta pazpadorana
METOJIMKa TeHOTHITMPOBAHUS Ha OCHOBE aJlJIeIIb-CIIeU(H-
YeCKOH MoMMepasHoH LeMHON peakiuy. B peakim ncnosns-
30BaJIH CJIEYIOIIME OJTMTOHYKIICOTH THBIE TpaiMepsl: 1) 5°-
aaatgaggacaatgaaaagcaca-3’-npsamoir (A) 2) 5°-
gcctaagetgcetactatttcagtg3’- oOpatublit (A - com) 3) 5°-
catttctcaattgcctgetataga-3’ —oo6parusiit (T) 4) 5°-
actgttgccctttgttgcca-3’ —nipsimoid (T - com). [paiimepst 1 n
2 ucnosb30BaH 11t aMiuiukanmn amuenst A80807 u npaii-
Mepsl 3 u 4 —amnens T80807.

O06a ayutens aMIuIUUITMPOBATINCH OJJHOBPEMEHHO B
OJTHOI peakIIMOHHO cMecH. B cirydyae roMo3HroT IeTeKTH-
PpoBaJICS POAYKT pazMepom 275 H.I1. JJIsl JJIEJIbHOTO Ba-
puanta A u 171 n.n. - ans T. Terepo3uroTHselil reHOTUIT
WJICHTH(UIMPOBAIH 110 OJJHOBPEMEHHOMY HAJIMYHIO TTPO-
JyKTOB 000ux pa3zmepos. [TLIP-npoaykT, moay4yaemMslii ¢
napsl npaitmepos 2 u 4, umen pasmep 400 1.H. U JeTeKTH-
poBaJicsi [pH Beex aylIeNbHbIX BapuaHTax. [TLP cmech 00be-
Mowm 12,5 mx Brmrouana: 75 MM Tpuc-HCI (pH 9,0), 20
MM (NH4 ), SO,, 0,01 % Tween-20, kax bl 13 4eThIpeX
YKa3aHHBIX BBIIIIE IIpaiiMepoB B KoHLEeHTpanuu 1,5 MkM,
0,2 MM pactBop kaxmoro u3 4yerbipex dNTP, 2,5 MM
MgCIz‘Z,S eaunuisl Taq-nomumepassl, 0,2-0,5mkr JTHK.

Pexxum aMmutudukary ObUT Clie Iy OIINM: Hadallb-
Has JieHatypauus npu 95°C B TeueHue 5 MuH., 3ateM 30
LUKJIOB - ¢ JieHaTypaiueil B TeueHue 45 cex mpu 95°C,
OTXKHT B TeueHue 45 cex mpu 67°C u cunTte3 B TeueHue 45
cek ripu 72°C. Jlerexuuto [P npoaykra nmpoBoauim Me-
TOJIOM Telb-351ekTpodopesa B 4% MOIHMAKPUIAMUTHOM
TreJie C IO CIEAYIOICH OKPACKOW OPOMUCTBIM ATUIHCM.

CpaBHeHHE CpeAHUX 3HAYCHHH 3I1eKTPOPHU3HOIIOTH-
YECKHX IT0Ka3aTesel B Cilyyae pa3HbIX TEHOTUIIOB ITPOBO-
JIVJTH TIOCJIE CTaHIapTU3ALIUH 110 KOHTPOJIMPYEMBIM He3a-
BHCHMBIM KOJIMYECTBEHHBIM 1 KATErOPHUaIbHBIM ITepEMEH-
HBIM ¢ TIOMOIIIbI0 Tiporenypsl «General Linear Model»
MakeTa CTaTUCTUYECKUX nporpamm SPSS.

PE3YJIETATBI NICCJIEJIOBAHHS
OBCYKJEHUE

B BBIOOpKE 00CIICIOBAHHBIX MTALIUECHTOB C CUHJIPO-
MoM WPW BriBstiniin 40 rOMO3UTOT IO pacpoCTpaHeH-

HoMmy ayuieno (A80807) (49,4 %), 34 rerepo3urot (42%) u 7
romo3urot (8,6%) no 6oinee penxomy aywrento (T80807). Ya-
crota 6onee pezkoro ayutens (T80807) cocrasmia 29%.

Jlist u3ydenus cBsizu nonumopdusma rera SP4 ¢ amek-
TPOPHU3NOJIIOTHUECKUMH XapaKTePUCTHKAMU CHHJIpOMa
WPW Bce 00ciie/10BaHHbIE MTAIIMEHTHI ObUTH pa3zesieHbl Ha
JIBE IPYIITBI B 3aBUCUMOCTH OT F€HOTHIIA 110 aHATN3UPYEMO-
My OHIIM. B nepByro ObUIM BKJIFOUYEHBI TOMO3HUIOTHI TI0
OoJiee pacpocTpaHeHHOMY asuieito (40 yenoBek), BO BTO-
PYIO —. reTepo- ¥ TOMO3UIOTHBIC HOCHTENN 00Jiee peIKoro
ayiens (41 JenoBex).

CpaBHeHHE Cpe/IHIX 3HAYeHHH IToKa3aTesei MpoBo/H-
MOCTH aTPHOBEHTPHUKYJISIPHOTO COSAMHEHUS U JIOTIOJTHUTEIIb-
HBIX [TPOBOJISIINX ITYYKOB, a TAKKE UX dPPEKTHBHBIX ped-
PaAKTEPHBIX TIEPUOJIOB B 3TUX JIBYX IPYIIaX MPOBOIMIH C
MTOMOIIIBIO TIPOIICYPhI 001IeTo THEHHOTo anan3a (GLM)
Ha MOJIEJIH, BKJIIOYAIOIIIEH B Ka4eCTBE HE3aBUCUMBIX (PaKToO-
POB M3YyY€HHbIE KIMHHYECKHE, dXOKapanorpapuieckue u
MEKTPO(DHU3NOIOTNUECKHE TapaMeTPhI, 3HAYMMO BIUSIFOIINX
Ha YpOBEHb aHAIIM3UPYEMOro rokasaress. [lepedeHs Takux
TapaMeTpOB JIJTsl KKIO0T0 MOKa3aTesIst IPUBEICH B IPUMe-
yauuu K Ta0n. 1. CraHaapTH30BaHHBIC CPEIHIE 3HAYCHHS aHa-
JIM3UPYEMBIX IT0Ka3aTesel B IByX FTeHOTHIIMYECKHX Kilaccax,
npuBezieHbI B Ta0. 1. Kak cienyer us tabmuiibl, 00HapyxKe-
HBI IOCTOBEPHBIE PA3JINYHSI MEXK/Ty TPYIIaMH alUEHTOB C
cungpomoM WPW, paznuuaromuymMucs HOCUTENLCTBOM aJl-
nerst T80807, mo cpeHel CKOpOCTH POBEIEHNS IMITYITLCOB
IO IONIOJTHUTENBHBIM Ty TsM (p<0,01) u cpenHemMy 3HaYEHHIO
OPII M (p<0,01).

[TosydeHHbIe aHHBIE TO3BOJISIIOT IIPE/II0NIAraTh, 4TO
nosimmopdusm rena SP4, acconuupoBan ¢ ekTpopu-
3MOJIOTHYECKUMHU OCOOCHHOCTSIMU NPOBOJISIICH cucre-

Tabnuuya 1.
Cpeonue ypoenu 31eKmpoguzuonozuseckux nokazameeil
6 3agucumocmu om 2eHomuna no noaumopgpuszmy A80807T
2ena SP4y nayuenmog c cunopomom WPW (M+m).

1-as rpynna|2-as rpynmna
(n=40) (n=41)
AB mipoBeicHHE (MMIT/MIH) 193,849,5 [191,449.,6
OPIT ABC (Mmc) 274,2+44.2 |275,4+39,9
Iposenenune mo AT (nvr/mun) [194,5+1,4  |209,2+1,3*
OPIT T (mc) 200,3+£12,4 [258,7+£10,8*

I'ne *- mocroBepHas pazuuiia, p<0,05. B Tabmuie npuBeaeHsI
Cpe/IHUE 3HAYCHHsI JIEKTPOPHU3HOIOTHUECKUX MTOKa3aTeseH,
CTaH/IapTU30BaHHbIE 10 KATErOpUaIbHBIM U HENIPEPHIBHBIM T1e-
PEMEHHBIM, CTATUCTUYECKH 3HAYUMO BIIUSIOIINM Ha 3HAYCHUSI
aHATM3UPYEMBIX TOKAa3aTee B OOIICH JIMHEHHOW MOJeu
(GLM): B cityyae AB ipoBOIMMOCTH - [T0J1, HAJTMYHUE MTPOJIATica
CTBOPOK MUTPAJILHOTO KJIATaHa, TOJIIMHA 3aAHEH CTEHKH JIEBO-
T JKeJTy/I04Ka, 4acToTa MPUCTYIOB Taxukapanu B mecsi v OPI1
AB coenunenus. B cmyuae OPI1 AB coeanHeHus - TOJIIMHA
3aJ{Hel CTEHKH JIEBOTO *kelyouka 1 AB nipoBezieHue; B ciydae
npoBenenus o JII1 - Hammaue napoxcu3mMaibHON GUOPUILIS-
LM PEJICEP/IUiA, TIpoJIarica MUTPAJILHOTO KilariaHa 1 J00aBo4-
HOM XOP/IbI B JIEBOM KEITy/I0UKE, CTa/IMsl THIIEPTOHNYECKOi 00-
ne3nu, pazmepsl JITT, KCP, KIP, Tonmmna MXKIT, 3C u ©B, nas-
HOCTb «apPUTMOJIOI'MYECKOT0» aHaAMHE3a, YacToTa MPHUCTYTIOB
taxukapauu B Mecsiy, OPII JIIII. B ciryuae SPIT ATIIT: KCP u
UCC Bo Bpems IpHUCTyIa TaXUKapANH.

BECTHUK APUTMOJIOI'MH, Ne 31,2003



MBI cepana y 00abHbIX ¢ cuanpoMoM WPW. YuureiBas,
yTto aHanuzupyemslit OHIIM pacnonoxeH B HEKOAUPY-
OIIei YacTu reHa, HadJrogaeMast accolalns MOXET s1B-
JSITHCS KaK PEe3yJIbTaTOM COOCTBEHHOTO BIUSHUS JAHHO-
ro MoMMopdu3Ma Ha HIKCIIPECCHIO TeHA, TAaK U €ro CIIeTI-
JICHUEM C BIUSIOIUMHU Ha 3TOT MPOLIECC AJIEISIMU APY-
rUX BapradelbHBIX yu4acTKoB reHa. Hanbomee BeposiTHO,
YTO MOAYIAIUS dKcnpeccuu reHa SP4 B cBoro ouepenb
BIIUSIET HA HKCIIPECCUIO F'eHa, KOJUPYIOIIEro KOHHEKCUH-

40, uto naee onpeaeIsieT 0COOCHHOCTH YIBTPACTPYKTY-
PBI ¥ GYHKIIMOHAIBHOTO COCTOSTHUS ITPOBOJISIIIEH CUCTE-
MBI Cep/Iila B 3aBUCUMOCTH OT T€HOTHIIA 110 aHATTU3UPYe-
Momy OHIIM rena SP4.

Takum 00pa3oM, IPOBEICHHOE UCCIEIOBAHUE CBUIE-
TEIIbCTBYET O IIEPCIIEKTUBHOCTH JATbHEHIIIET0 TIOMCKA FeHe-
THYECKHX (haKTOPOB, ONPE/IEIISIONINX MHINBHy IbHbIE 0CO-
OEHHOCTH apUTMOT€HE3a U B YACTHOCTH U3YUEHHUS €T0 CBS3U
¢ nosmmopduzmoM rena SP4.
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ACCOLUMALWA TTOJTMUMOPOU3MA TPAHCKPUTIITMOHHOI'O ®AKTOPA SP4 C
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Wzyuena acconmanust nonmmopduama rena TpaHCKpHITIHOHHOTO (hakTopa SP4 ¢ a1ekTpodu3noI0rnieckumMHu rapa-
METpaMH y MareHToB ¢ cuHapoMoM WPW. BhIsBICHBI I0CTOBEPHBIE PA3JINYUsI CPEIAHEH CKOPOCTH ITPOBEICHUS UMITYIIb-
COB T10 JIOTIOJTHUTEINBHBIM ITyTSIM U CpeTHEMY 3Ha4eHHIO0 3 (heKTHBHOTO pehpakTepHOTO eproa JOTOITHUTEIBHBIX ITPOBO-
JSIIUX ITyTel Mex 1y rpynaMu NanueHToB ¢ cunapomMoM WPW, pasznnuaronmMucs HanudreM B reHoture ayuiens T80807
reHa SP4. CienaHno npearosnoxeHue, o BIUSHIHA NOJIMMopdu3Ma reHa SP4 Ha MOJTyJISILINIO SKCIIPECCHHU TeHa, KOJUPYOIETO
KOHHEKCHH 40, 4TO B CBOIO O4Yepe/b BIUSET HA YIBTPACTPYKTYpHBIE OCOOCHHOCTH MPOBOSAIICH CUCTEMBI CepAlla U ee
(DYHKIIMOHAIBHOE COCTOSIHUE.

The association of SP4 gene polymorphism with electrophysiologic features has been studied in patients with WPW
syndrome. Mean accessory way conduction and ERP values differed significantly between groups of patients depend of
T80807 allele carrience. It is proposed that SP4 gene polymorphism modulate the connexine-40 gene expression and as a
result, defines the variation in functional state of conduction system in patients with WPW syndrome.
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