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AHHOTALUNA

CvnppoM Bonbda—lapkuHcoHa-Yaiita (cuHgpom WPW) — cuHApPOM C paHHMM BO30YXAEHMEM JKENYLOYKOB cepaua
B CBSAI3M C MPOBEAEHWNEM 3MIEKTPUYECKOr0 UMMYNbCA N0 A0NOHUTENBHOMY NpeacepaHO-XeNyLoYKOBOMY MyTH, K NpUMeEpY,
nyyky KenTa, [keliMca, BonokHaM MaxeiiMa, KaK NpaBuno, CONpoBOXALWMIACA BO3HUKHOBEHUEM Ha[LKeNyA04KOBbIX Ta-
XMKapaui, B 95% cnyyaeB — aTpMOBEHTPUKYNAPHONA PELIMNPOKHOM TaxMKapAMEN, B OCTaNbHBIX CUTYaumsax — Gubpunnaum-
W, TpeneTaHueM NpeLcepauid U JpYruMmu CynpaBeHTPUKYNAPHbIMU Taxukapausmu. Cunapom WPW Habniopaetcs y 60/1bHbIX
B NloboM BospacTe ¢ yacToToi BcTpedaemocTu okono 1-30 Ha 10 Teic. yenoBeK, npeobnafalT MyxuuHbl. [onynsaunoHHas
yactoTa 3abonesanus — ot 0,15 go 0,25%. BHesanHylo cepieyHylo CMepTb perucTpupyloT y NauMeHToB ¢ Yactoton 1 cny-
yai Ha 1000 B roa, 1 MHoOraa 3T0 MepBas «BU3WUTHasA KapTo4Ka» 3aboneBaHWs. B 0CHOBHOM 3T0 CBA3AHO C MOJIHUEHOCHBIM
(OpPMMPOBAHMEM HUM3HEYIPOXKAOLLMX apUTMUIA, HaNpUMep, ¢ TpaHchopMaumein pubpunnauu npeacepanin B pubpunnaumio
enynoukoB. Mopdonornyeckum cybcTpaToM Cnyxart JoNoNHUTENbHBIE NPeACcepAHO-KeNyA04KoBble COenHeHUS. B HacTo-
filllee BpeMsl CTAHAAPTOM MHTepPBEHLMOHHOro NeveHns cuHapoMa WPW sBnsieTcs TpaHcKaTeTepHas paauoyactoTHas abns-
uma. 3monorua cuigpoma WPW MHoroo6pasHa. CornacHo faHHbIM MHOMOYMCNIEHHBIX MCCNEA0BaHMIA, 3HaYUMas posib B €ro
pa3BUTMM OTBOLUTCA FEHETUYECKOMY KOMMOHEHTY. B coBpeMeHHoli inTepaType NpeAcTaBneH psf reHeTUYECKUX NPeanKTOpoB
cuHopoMa WPW, uto MoxKeT bbiTb aKTyanbHO Npy NPOrHO3UPOBAHUM W AUArHOCTUKE CKPbITbIX (hOPM 3TOT0 CMHAPOMa, Teue-
HWS, pa3BUTMSA €ro CUMNTOMOB, MaHU(MECTALMM U CHUXEHUS PUCKOB BHE3aMHOM CepLLe4YHON CMepTH!.

KnioueBble cnosa: cuHapoM Bonboa—IapkuHcoHa—YaiTa; npeaBo36yXaeHue XenyA04YKoB; apuTMUS; paanoyacToTHas
abnAums; reHbl; MONEKYNAPHO-TEHETUYECKOE UCCTIefi0BaHMe.
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ABSTRACT

The Wolf-Parkinson—-White (WPW) syndrome is a condition with early excitation of the heart ventricles due to the conduction
of an electrical pulse along the atrioventricular pathway, such as the Kent, James bundle, and Mahaim fibers; the pulse is
usually accompanied by supraventricular tachycardia, atrioventricular reciprocal tachycardia in 95% of cases, and fibrillation,
atrial flutter, and other supraventricular tachycardia in other cases. WPW syndrome can be observed in patients of any age,
approximately 1-30 per 10,000 people, with male predominance. The disease affects 0.15-0.25% of the population. Sudden
cardiac death occurs in one patient per 1000 annually, and sometimes this is the first "business card" of the disease. This
is mainly due to the lightning-fast formation of life-threatening arrhythmias, for example, with the transformation of atrial
fibrillation into ventricular fibrillation. The morphological substrate is an additional atrioventricular connection. Currently,
transcatheter radiofrequency ablation is the standard of the interventional treatment of WPW syndrome. WPW syndrome has
a diverse etiology. Numerous studies reported that genetics play a significant role in the development of WPW syndrome.
Several genetic predictors of WPW syndrome are presented in the modern literature, which may be relevant in predicting and
diagnosing hidden forms of this syndrome, such as course, development of symptoms and manifestations, and reduction of the
risks of sudden cardiac death.

Keywords: arrhythmia; genes; molecular genetic study; radiofrequency catheter ablation; ventricular pre-excitation;
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0B30P Tom 14, N
AKTYAJIbHOCTb
CvunapoM Bonbda-llapkuHcoHa—Yaitta (cuHApoM

WPW) — cuHapoM ¢ paHHUM BO30YXOEHMEM JKeNy[04yKOB
CepALa B CBA3M C NMPOBELEHMEM 3JIEKTPUUYECKOr0 UMMNYNbCca
no  [OMOHUTENBHOMY MPeACepAHO-XKEeNyno4YKOBOMY NyTH,
K npumepy, nyuky Kenta, [Ikelimca, BonokHaMm Maxeiima,
KaK MpaBusio, COMpOBOXAAMLIMIACA BO3HUKHOBEHWEM Haf-
JKENYAO0YKOBbLIX TaxuKapauii, B 95% cnyyaeB — aTpuUOBEH-
TPUKYNAPHOA PeLMNPOKHON TaxuKapauew, B OCTaNlbHbIX CU-
Tyauusx — ¢ubpunnsauuen (OI1), TpenetaHnem npeacepani
U ApYyrMMu CynpaBeHTPUKYNAPHbIMK Taxukapamamu [1, 2].

B MeamumHCKol nuTepatype BblgensoT GeHOMEH U CUH-
apom WPW. ®eHomen WPW nposiBnsieTcsl TaKUMKM M30/IMPO-
BaHHbIMW W3MEHEHUAMM Ha 3anekTpokapauorpamme (3KI),
KaK yKopoueHue uHTepBana P-R Menee 0,1 ¢, paclumpenme
Komnnekca QRS bonee 0,12 ¢ ¢ hopMmupoBaHMeM aenbTa-Bon-
Hbl, 6€3 KnuMHuuecknx nposenenuin. Cunapom WPW — ato
coyetaHue n3MeHenui Ha IKI ¢ HamKenynoUYKoBbIMU Hapy-
LeHusMM puTMa cepaua [3].

CvHapoM WPW Habniopaetcs y bonbHbIX B Nt0boM BO3-
pacte, BcTpeyasch ¢ YacTtoton okono 1-30 cnyyaes Ha 10 Thic.
YesioBeK, NpeobnaganT MyxumHbl. [lonynaumMoHHas Yactora
3abonesanus — ot 0,15 go 0,25%, npu Hanuumm conyTcTBy-
foLLei CepAeYHO-COCYAMCTON natonorum (npuobpeTeHHbIe
nopoky cepaua — [MNC, runeptpodmyeckas kapamomuona-
1A — TKMI1 v ap.) oHa nosbiwaetcs Ao 0,5% [4, 5]. Knuhm-
yeckas MaHudectaumns cuHgpoma WPW MoeT HaumHaTbes
B N0OOM BO3pacTe M OKasaTbCA DO CNy4alnHON HaXoaKoM
Ha JKI y beccumnToMHOro nauueHTa, inbo nposBMTLCA
KaK BHe3anHbIM NpUCTyN y4allEéHHOro cepaLebuermns [6].

BHe3anHyto cepieuHyto cMepTb PerucTpupyloT ¢ 4acToTou
1 cnyyan Ha 1000 B rog, M mHorga 3To NepBas «BM3WUTHas
KapTouka» 3aboneBaHus. B ocHOBHOM HacTynnexue cmepty
CBAI3aHO C MOJHWEHOCHBIM (HOPMUPOBaHWEM KU3HEYTpoXKa-
IOLUMX apUTMUiA, K npuMepy, ¢ TpaHchopMaumeir ®f B du-
opunnaumio xenynoukos (OX). YuutbiBas noteHUManbHyto
BO3MOXHOCTb pa3suTua Ol Kak Hanbonee XM3Heyrpoxa-
foLlei aputMun y naupeHToB ¢ cuHgpoMoM WPW, ¢ uenbto
YMEHbLUEHUA YMCNA CIy4aeB BHE3AMHOM CEpLEYHON CMepTu
BonbLUoe 3Ha4eHUe MMeeT NPOBEEHNE KaTeTepHOM abnsaumm.
JddekTmBHOCTL MeToa focTuraeT 98%, a puck Bo3HUKHOBE-
HWs aTpuoBeHTpUKYNApHoii (AB) 6rokagbl — meHee 0,5% [7].

Mo pe3ynbTataM MHOrOYUCNEHHBIX MCCNELOBaHMIA ycTa-
HoBJeHo, 4To cuHapoM WPW He cBsizaH ¢ naTonorueii Kamep
WM KnanaHoB cepaua. Mopdonoruyeckum cybertpatoM cny-
aT [OnoNHUTeNbHblE NpecepAHO-3KeNyn0uKoBbIE COeAm-
HEHWS, KoTopble CHOPMMUPOBANMCH ELLE HA PaHHUX CTagusX
3MbpuoreHesa. Cnycta 20 Hep, pa3suTus IMOpMOHa, B Nepuog,
3aKnapbiBaHusa ¢Gubpo3Hbix AB-Konew, NPOUCXOAUT COXpaHe-
HWEe MBILLEYHbIX NPeACepPAHO-IKENYA0UKOBbIX MY4YKOB BMECTO
M1aHoOBOIO NpoLecca anonTo3a, YTo U onpeaenseT cTatyc 3To-
ro cuuapoma [8].

AHaToMuuecku npefcTaBneHbl cleaytoLwme JON0AHUTENb-
Hble nyT AB-npoBegeHus:
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» nyuyku Kenta, wyHtupytowme AB-ysen u nposogsiive
3NEKTPUYECKUIA UMMYNBC OT NPEACEPANA K HeNynouKaM;
« nyukun [xeiMca, NpOBOASALLME INEKTPUYECKUA UMMYIIBC

OT CMHYCOBOTO y3/1a K AMCTaNbHOM YacTv AB-y3na 1 nyuky

Ivca;
 TpaKT bpexeHMaxepa, cBA3bIBalOLLMA NpaBOe Npeacepane

¢ 06wmM cTBONOM NyyKa MMca;
 BONOKHA MaxeiiMa, NpoBOASALLME 3NEKTPUYECKUN UMITYIIBC

OT HWXHel yacTn AB-y3na yepes MexCKenynouKOBYHO

neperopoaKy, fanee no nyyxy Mvca u B TNy MUOKapaa

JKENy[,04KOB.

Yepe3 [OMONHWTENbHBIE MPOBOLALLME MYTU 3MEKTPU-
YeCKWi UMNYbC NPOBOAMTCS 3HAUMUTENBHO ObicTpee, YeM
npu 06bIYHOM HopMankbHOM npoBeaeHuu [9, 10].

[ocTatouHo yacto cuHgpom WPW conpoBoxaaetcsa Ha-
pyLIeHMAMN ceppeuHoro putMa. Cpeau HUX peumnpokHas
HaJKeNy[o4YKOBan TaxuKapama 3aHuMaeT okono 80%, pas-
NyaroT opToapoMHYlo AB peumnpokHyio Taxukapauto (99%)
1 aHTMapoMHyto AB peunnpokHyto Taxukapauio (1%) [11].

Bo3HMKHOBEHME NApOKCM3MOB CYNPaBEHTPUKYIIAPHOM Taxu-
KapauW NPOMCXOAMT 3a CYET (DOPMUPOBAHMS KPYroBOI BOJHbI
B030yaeHus (re-entry). lpu optogpomHon AB-Taxukapanu
B030YKAeHWe pacnpocTpaHseTca aHTerpagHo no AB-ysny, pe-
TPOrpagHo No A0NOSHUTENBHOMY NPEeACepAHO-KENYA04KOBOMY
coenmHenmnio (AMKC) [12]. NMpu aHTMAPOMHON AB-TaxmKkapamu
Bo30yaeHue pacnpocTtpaHsetca aHTerpagHo no [AMKC u pe-
TpOrpagHo Yepes aTpMoBEHTPUKYNSApHbIN y3en no JMKC [13].

Lenb uccnepoBaHus — oOnpeaenuTb KIIMHUYECKMe,
MonekynsapHo-reHeTuueckne (TBX rs1061657, TBX3 rs8853,
PRKAG3 rs692243, PRKAGZ rs121908987) v anexktpodmamo-
NOTMYeCKUE XapaKTEPUCTUKYU NaumeHToB ¢ cuHapomoM WPW.

MET00J10r1a NOUCKA UCTOYHUKOB

Monck nybnuKauMn Ha PYCCKOM M aHMWMWACKOM A3blKe
OCYLLIECTBAANM Ha 6a3ax [aHHbIX M 3NEKTPOHHBIX pecypcax
PubMed (MEDLINE), Scopus, eLIBRARY no cneaytoLumm Kiiio-
YeBbIM CcnoBaM: «cMHApOM Bonbda-llapkuHcoHa—YaiiTa,
«NpeaBo30YXAEHNE HeNy[Ao4KOB», «apUTMUs», «paauoya-
CTOTHaA abnAumaA», «reHbl», «MONEKYNIAPHO-TeHeTUYecKoe
uccnepoBaHue». B npepctaBneHHoM o63ope nuTepatypbl
PacCMOTPEHBI TOJIBKO CTaTbW C MOJHBIM TEKCTOM B OTKPLITOM
poctyne. [py noarotoBKe 0630pa NMTEpaTypbl NPOBEAEH aHa-
nm3 nybnukaumi ¢ 2000 roga. [ata nocnegHero nomcka —
12.08.2022. Bcero 6biio paccMoTpeHo 26 cTaTei.

OBCYXOEHWUE

KnuHuuyeckue xapakrepuctuka

cuHppoMa Bonbda-lapkuHcoHa-Yaunta
Knuhnyeckn cungpom WPW He uMeet cneunduye-

CKMX NPU3HAKOB, MPUCTYyMbI Cep,U,LleﬁMEHMFI perncTpupyrot

B pasHble BO3pacTHble MEepuofbl, OHW MOryT NpOSBNATb-
€A Kak 6e3 BMOMMOM NpUYMHBI, TaK U BbITb CBA3aHbI CO
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CTpeccoBbIMM (aKTOpaMW MM (U3NHECKUMU Harpy3Kamu.
CepauebreHne MoXeT 3aHUMaTb pasfiuyHbIN Nepuos, BpeMe-
HW W MPOXOAMTL CaMOCTOSATENBHO WM Nocsie PedIEKTOPHBIX
MPMEMOB, HanpaBNEHHbIX HAa aKTUBM3aLMI0 NapacuMnaTuye-
CKOM HEpPBHOW CUCTEMbI Yepe3 CTUMynsLmio by patowero
HepBa. 3NM304bl apUTMMIA MOTYT COMPOBOXKAATLCA Xanoba-
MU Ha y4alLEHHoe cepaLebrenne, nepeboun B pabote cepaua,
cnabocTb, NOTEPH0 CO3HaHMA, FOIOBOKPYXEHWE A0 Npesobmo-
POYHOIO COCTOSHMSA, YYBCTBO HEXBATKM BO3yXa, OAbILLKY [15].

InekTpodusmonormyeckas
XapaKTepuCTUKa NaLMEHTOB C CUHAPOMOM
Bonbda-lapkuucona-Yanra

CraHaapToM MHTEPBEHLMOHHOTO NieveHus cuigpomMa WPW
ABNAETCA TpaHCKaTeTepHas paamoyactoTHas abnaumsa (PYA).
Mo maHHBIM BonblUMHCTBA MccnepoBateneld, 3GPeKTUBHOCTL
PYA 3HauMMo BbiLLie TaKOBOW NpU NPOBEAEHUN MEAMKAMEHTO3-
HOW aHTMapuUTMKUYecKoi Tepanun. CornacHo pesynbTataM pspa
KJIMHUYECKUX uccnenoBaHui, apdektmeHoctb PHA npu cuH-
apome WPW moxket coctaBnste 6onee 95%, yactora peumpm-
BOB focTuraeT 2—3%. usHeyrpoxaroLime OCNOXHEHMS, BO3-
HUKaloLLme npu npoBefeHuy PYA y naumMeHToB ¢ CMHAPOMOM
WPW, 3apeructpupoBaHbl He 6onee ueM B 0,6% cnydaes. I¢-
(ekTMBHOCTL PHA noBbilaeTcsa npu oTCYTCTBUM rPYObIX MOp-
GOoNornyecKUx U3MeHeHui Co CTOPOHbLI MMOKapAa [16].

B cnyuae, Korga TpyaHo auddepeHUMpoBaTh LOMNOIHU-
TeNbHble MyTW ¢ pabouuM MUOKapLoM, HeobxopuMa Tonmue-
CKas IMarHoCTMKa 3a CYET MpOBeAeHMs neKTpodusmonoru-
yeckoro uccnegosaus (AOU), anu- unm 3HAoKapaUanbHoro
3D-kaptvpoBaHms. Kak npaBuno, K naumeHTaM ¢ abcomioTHbIM
noKasaHueMm K nposegenuio IOU oTHocaTes:

e nauueHTbl ¢ cunapomoM WPW nocne nepeHeceHHol ocTa-

HOBKY CEpAEYHOI [EeATENIBHOCTH,

* Nnua ¢ 3GPeKTMBHON CepaeyHO-NErOYHON peaHnMaLmeit,
o BofbHbIE ¢ HEOOBACHUMBIMK 06MOpPOKaMK Ha QOHe Ha-

PYLLEHUA pUTMA CepaLa;

* MauMeHTbl Nepes NpoBefEHNEM XMPYPrUYeckon abnsaumm

LO0MOSTHUATENBHBIX NYTE NPOBEAEHMS.

KpoMe Toro, BHyTpucepaeyHoe DU TecTupyeT pucK BHe-
3arnHoW CepaeyHon CMepTu OT daTanbHbIX KEeNyA0UKOBbIX
apuTMWIA 3a CYET OMpefeneHus BO BpeMsA MpoLeaypbl Bpe-
MeHn A3PT (apdeKTnBHLIN pedpaKTepHbIii nepuos), Hanm-
uns OI1, cnocobHoM ¢ BLICOKOM CKOPOCTbIO K TPaHCchopMaLmm
B OX npu Hanuuum cunapoma WPW [17, 18].

Takum obpasom, nposefeHne PHA MoxHo cumTaTh «30510-
TbIM CTaH[APTOM» B JIEYEHWUW MaLMeHTOB ¢ cuHapoMoM WPW,
KOTOPbII CHUXA@ET 3aBUCMMOCTb NaLMeHTa OT aHTUapUTMUYe-
CKou Tepanum (AAT).

MonekynsipHo-reHeTU4ECKas
XapaKTepUCTMKA NaLMEHTOB C CUHAPOMOM
Bonbda-lapkuHcoHa-Yaiirta

Jtmonorua cuHapoma WPW MHoroobpasHa. CornacHo
[aHHBbIM MHOTOYUCTIEHHBIX WUCCef0BaHUIA, 3HauMMas ponb
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B pa3suTumn cungpoma WPW otBoamTCs reHeTUYeCKOMY KOM-
noHeHTy. B coBpeMeHHol nuTepaType nNpeacTaBneH psp re-
HeTM4ecKux npepmnktopoB cuHapoMa WPW, uto MoxeT ObiTb
aKTyanbHO NpyU NPOTHO3MPOBAHUM U JMArHOCTUKE CKPbITHIX
¢opM 3TOr0 CUHAPOMA, TeUeHUs, Pa3BUTUS €ro CUMMTOMOB,
MaHMbeCcTauuu M CHUKEHUS PUCKOB BHE3AMHOW CEpAeYHOM
CMepTy.

[lokasaHo, uto B OnMpenenéHHoM % cnyyaeB 3TUOMOMM-
yeckuM dakTopoM cuHgpoma WPW cnysut mMyTaums B reHe
PRKAGZ2. MyTaums reHa PRKAGZ otnnyaeTcsa nnermoTponven
1 MOXeT BbI3biBaTh Kak cuHapoM WPW, tak u runeptpodun-
yeckylo kapanomuonatuio (TKMI), AB-6nokagapl, auctpoduio
[ltoweHHa, ogHaKo reHeTUYecKas ocHoBa cuHgpoma WPW
y niofeii be3 opraHNyecKoil NaTonorMm cepaua oOCTaéTcs He-
[0CTaTO4HO U3y4YeHHOM.

[pynna amepuKaHCKMX Y4éHbIx MeamuMHCKOro Konnemxa
beiinopa (. YaiiKo, wrat Texac, CLUA) B 2020 rogy usy4ana
reHeTUYeCKUe NpeanKTopbl pa3euTusa cungpoma WPW, acco-
LmmpoBaHHble ¢ passuteM TKMI u O, B pesynbtate uc-
CNefoBaHNa Bbio BbICHEHO, YTO TeTEPO3UIOTHBIA BapUaHT
reHa PRKAGZ 6bin ugeHTMdMUMpOBaH y OLHOM0 CybbeKTa,
yto coctaenset 0,6% (1/151) reHeTnyeckoit ocHoBbl WPW
B 3TOM uccnenoBanuun. Y apyroro naumeHta ¢ WPW v runep-
TpodUeN NeBOro MenyaouKka UAeHTMGULMPOBAH U3BECTHBIN
MaToreHHbIN BapuaHT MyTauuu reHa MYH7. Takxke B 3Toi no-
nynaumu 6biM 0BHapYKeHbI pefKue BapuaHThl B reHax, CBs-
3aHHbIX C apuUTMUEN W Kapamommonatueit (ANK2, NEBL, PITX2
1 PRDM16). ABTOpbI NPULLAK K BbIBOAY, YTO PEAKUE BapUaHTbI
B reHax, cBa3aHHbIx ¢ O npu cunapome WPW, onpegensio-
LuMe pasBUTUE LOMOHUTENbHBIX MPOBOAALUMX MYTEW, MOryT
BbITb aCCOLMMPOBaHbI C MOBBILLEHHOW BOCNPUUMMUUBOCTHIO
MbiLL npeacepamii K O y noarpynnbl NauUeHToB, B CBA3M
C YeM MOBbILIAETCA PUCK HACTYMNIEHUA BHE3AMHOM CEPAEYHOVA
cMmeptu [19].

B nutepaType npencTaBneHbl OMMCaHWUA  AAep-
HbIX cemeii ¢ cungpomoM WPW u cnopaguyeckue cny-
yam 3toro cuHapoma. CeMeiHble cnydan cuHapoma WPW
nepesawTcs Mo ayToCOMHO-AOMMHAHTHOMY TUMY U CBS-
3aHbl C MyTauuen B reHe, KOAMPYIOLLEM Y,-CYObeauHuLy
afileHo3MHMoHodochaT-aKTUBUPOBAHHON MPOTEUHKMHA3bI
PRAKG2 (7q3). PRKAG2 — cepMeHT, onpeaensiowuii Bbl-
paboTKy BHYTpUKNETOUHOM 3Heprim [20].

B 2016 rogy rpynna ydyéHbix u3 TalBaHs NpoBOAMNA
MOJNEKYNAPHO-TEHETUYECKOE WCCeJ0BaHWEe Ha npuMe-
pe TalMBaHbCKOW nonynsumW rpaxaaH. Lenbto 3ton pabotsl
BbINI0 BBIACHUTL, CBA3aHa MM MyTaLUWA B reHax CybbeanHULI
AMP-akTuBupyeMoii npotenHkuHasel AMPK (PRKAG3-230)
CO CMOpajMyeckuM M307MpoBaHHbIM cuHapomoM WPW.
B uccnepoBaHum npuHsanm yyactme 87 naumeHtoB (53 Myx-
YWH W 34 XEHLMHBI; cpeaHU Bo3pacT 24,4+18,0 roga) ¢ cum-
nToMHbIM cuHApoMoM WPW 1 93 (59 My»KUMH 1 34 JKeHLMHbI;
CpeaHwit BospacT 4,4+18,0 rofa) 300poBbIX JIL, KOHTPOSILHOVA
rpynnbl. eHotunbl reHa PRKAG3-230 onpepensnu nocpes-
CTBOM MOSMMEPa3HON LieNHOM peakumun. ABTopamu He 3aperu-
CTPMPOBAHO HUKAKWX CYLLLECTBEHHBIX Pa3/inuuiA MEeXAY ABYMS
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rpynnamm ¢ TO4KU 3peHuns Bo3pacTa v nosa. laumeHTbl ¢ reHo-
tnamm CG n CGpCC umenn sHaumTenbHO 6onee NoBbILLEHHbIA
puck pa3sutusa cunapoma WPW no cpaBHeHuo ¢ naumeHTamu
c reHotunoM GG (oTHoweHue waHcos, OLL=1,99, 95% nose-
puTenbHbIi uHTepBan, ON, 1,01-3,89, p=0,045; OLLU=1,99, 95%
OW 1,04-3,78, p=0,037 cootBeTcTBEHHO). AnnenbHbIE TUMbI
He Bblnu CBA3aHbI C pUCKOM pa3BuTusa cuHgpoMa WPW. Maum-
eHTbI ¢ MaHUdecTHbIM TUMoM ¢ reHotnamu CG u CGpCC nme-
/M cylecTBeHHO bonee NoBbILWEHHBIM puck cuiapoma WPW
Mo CpaBHEHWIO C NaumeHTamm ¢ reHotunoM GG (OLLU=2,86,
95% OU 1,16-705, p=0,022 n OLL=2,84, 95% OU 1,19-6,80,
p=0,019 cooTBeTCTBEHHO). 3TO MCCNegoBaHUE MOKasano,
yto reH PRKAG3-230 MoxkeT bbITb CBA3aH CO CNOpaauyecKkmM
cuHapomMoM WPW cpeam Hacenenus TanBaHs. HeobxopmMmbl
JanbHellume UCCneaoBaHNa ANS BbISCHEHWUS PoNiK MyTaLui
B reHax cybweauuuubl AMPK, otnnuHbix ot PRKAG3-230,
npu cnopaguyeckom cuHagpome WPW [21].

B knuHuke MMepBoro MocKoBCKOro rocyaapCTBEHHOM Me-
JMUMHCKoro yHueepcuteta M. WM. CeueHoBa ¢ 1973 ropa
u3yyarT KuHudeckne u 3KM-ocobeHHocTM npobaHaoB
U UX POLACTBEHHUKOB C CUHAPOMOM MPEXAEBPEMEHHOMO BO3-
byxpaeHus xenynodkoB (BX). B HacTosiiee Bpemsa ony-
BnmKoBaHbl cBefeHMs 0 36 naumeHTax ¢ cungpomom WPW
U 222 X KpOBHbIX POACTBEHHMKAX, 40 NaLmeHTax ¢ CMHAPO-
moM Knepka-Jleeu—-Kputecko (KJIK) u 227 ux poacteeH-
HuKax. CuHgpom wnn deHomeH MNBX 6binn 0bHapyeHb
y 32% (72/222) obcnenoBaHHbIX poacTBeHHUKOB |-V cTene-
HW popcTea, cpeau Hux cuHapoM WPW otMeveH y 4 (1,8%),
cuHopoM KIK — y 12 (5,4%), deHomen KITK — y 56 (25%)
obcnepoBaHHbIX. JTa pabota no3sonuna AoKasaTb Hacniep-
CTBEHHO 0bycnosneHHywo npupoay cuHapoma MNBX v npo-
BOAMTb CBOEBPEMEHHbIE NMPOMUNAKTUYECKUE MEPOMPUSATUSA
B ceMbsx [22, 23].

B 2017 ropy B KpacHosipcKoM rocyaapCTBeHHOM MeAULIMH-
CKOM YyHuBepcuTteTe UM. npod. BoiHo-fceHewKoro rpynnoi
YYEHBIX NPOBOAMINCh MUCCEN0BaHMA MO U3YYEHUIO MOAMMOp-
¢dun3moB reHoB SCNA5SA (BoMbTa-3aBUCUMMBIX HAaTPUEBBIX Ka-
HanoBs) B accouuaummn ¢ cuHapomomM WPW. B uccnenoBaHum
npuHaAn ydactve 51 naumeHT ¢ cunapomom WPW 1 153 yeno-
Beka 6e3 cepieyHO-CoCyanCTbIX 3aboneBaHui, KoTopble Co-
CTaBW/IM KOHTPOJbHYIO rpynny. Bcem yyacTHWKaM uccnepoBa-
HWS NPOBOAUNOCH CTaHAAPTHOE KIIMHUKO-UHCTPYMEHTaNbHOE
obcnenoBaHue, MOMEKYNAPHO-TEHETUYECKOE UCCIE[0BaHNE.
Pe3ynbTaTbl UCCNEAOBaHMA MOKa3anM CTaTUCTUYECKU 3Ha-
unmoe npeobnagaHue pegkoro reHotuna GG reHa SCN5A
B KOHTPONILHOW Fpynne XeHWuH. 3BecTHo, 4To 3TOT reHo-
TMN accoummpoBaH ¢ AB-bnokagamu, cuHgpoMoM cnaboctn
CMHYCOBOrO y3na, Toraa Kak npu cuHapome WPW, B npo-
TMBOMONOXHOCTb MPeabIAYLIMM HO30MI0TMAM, 0TMeyaeTcs
npexaeBpeMeHHoe Bo30yxaeHWe 3a CYET (HOpMUPOBaHMS
aHOMaJbHbIX [OMONHUTENBHBIX NyTel. PesynbTaTel No3Bonmm
MPeaoNoXuTb, YTO HaNlMuKMe 3TOro FeHOTMMA CHUKAET Bepo-
ATHOCTb pa3BuTUA cuuapoMa WPW [24].

Wcnonb3ys MaTepuan uccnefoBaHus, yKas3aHHbI B npe-
OblLyLLeM UCTOYHUKE, aBTOPbI MOKa3anu, YTo Mpu U3yYeHun
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nonmmopduamos reHa NOS3 y naumeHToB ¢ cuHapomom WPW
OTMEYEHO CTaTUCTUYECKM 3HauMMoe npeobnagaHue penKoro
reHoTMna 4b/4b cpeny 300pOBBIX KEHLUMH, YTO MO3BOAMIIO
NPEeLNoNOXUTb, 4TO 3TOT NONUMOPGM3M TaKkkKe NMpUHUMaeT
y4acTue B CHUXKEHWUW PUCKA BO3HUKHOBEHWSA cuHapoMa WPW
Yy N1, XKeHCKoro nona [25].

C anBaps 2013 no Mapt 2020 roga MHOrO4MCNEHHas rpynna
yuéHbix B Kutae npoBoanna MoneKynspHo-reHeTUYECKOe Ucche-
[0BaHWe, HaNpaB/ieHHOe Ha BbISIBNIEHWE acCOLMATVUBHOM CBA3M
0AHOHYKeoTUAHbIX nofuMopdmramos (OHM) rs1061657 v rs8853
reHa TBX3. Yu€Hble npeanonoxunm, YTo NOCKOMbKY 3TOT reH
yyacteyeT B GopMupoBaHUM GUOPO3HOrO KonbLia WU pasBuTUM
MuoKapaa AB-KaHana y TpaHcreHHbIX MblLLieid, To ero OHI MoryT
BbITb CBA3aHbI €O criopaguyeckuM cunapomom WPW y niogeit.
Habop maumeHToB NpoBOAWAM B KapAMOIOrMYECKOM LIEHTpE
1-1 6onbHMLbI JTaHbKOYCKOro yHuBepeuTeTa (I JlaHbuxoy, Ku-
Tain). Uccnenyemas nonynsums BKoyana 230 nauneHToB ¢ CHH-
apomoM WPW (148 MyxumH 1 82 3eHLUMHbI, CPeaHWI Bo3pacT
46,0£15,2 net). Hu y oaHOMO naumeHTa He MMENoCh CEMENHOr
aHamHe3a no cuHapomy WPW, TKMIT wnmn gpyrum nopaxeru-
AM CcepaLa, yto 6bi10 NOATBEPHAEHO pesyribTaTaMu TPaHCTo-
paKasibHON 3xoKapauorpaduu. B rpynny KoHTpons otobpanu
231 yenoBeKa (143 MyxumHbl 1 88 MeHLUMH, CpeaHUi BO3pacT
476+14,4 rona) 6e3 cepaeyHo-cocyancTbIX 3aboneBaHuii. BceM
nauveHTam 6biio NPOBELEHO MOJIEKYNSPHO-TEHETUYECKOE MC-
cnepoBaHue: reHoMHyto [IHK nomyyqanu 3 2 mn Kposu B npo-
BupKax ofs aHTUKOArynAUMKM C TUNEHAMAMUHTETPAYKCYCHO
KMCIIOTOM MeToA0M (eHoN-X10pohOPMHOI peaKLmu; npaiiMepbl
L7151 NoIMMepasHom LienHon peakumn Bbinmn paspabotaHsl ¢ uc-
Mosb30BaHMEM OHMaMH-NPOrpamMMHoro obecneyenns Primer3.
CA3b Mexkay nonuMopguamamu reHa TBX3 u cungpomom WPW
Bblna 1ccneaoBaHa NnocpeCTBOM JOMUCTUYECKOMO PErpeccuoH-
Horo aHanu3a. Yactotsl annens C v reHotuna CC rs1061657 oka-
3a/MCb BbILLE Y MALMEHTOB OCHOBHOW, YEM JIUL, KOHTPONbHOM
rpynnbl (OLL=1,41, 95% [11 1,09-1,83, p=0,010 u OLL=2,24, 95%
N 1,25-3,99, p=0,006 cooTBeTcTBEHHO), TOraa Kak annenb C
v reHotun CC rs8853 BcTpeyanucb yallle cpeam L, KOHTPOSTb-
How rpynnbi (OLL=0,70, 95% OW 0,54-0,92, p=0,010 v OLLI=0,44,
95% AW 0,23-0,83, p=0,011 cootBeTcTBEHHO). Takum 0bpasoMm,
pesynbTaThl MCCNenoBaHWsA Nokasanu, uto annenb C rs1061657
MOXXET ObITb CBA3aH C 6o/ee BbICOKUM PUCKOM pasBUTUS CUH-
apoMa WPW, Torpa Kak annenb C rs8853, BeposiTHO, CHMKaeT
€ro yacTtory [26].

3AKJIKYEHUE

MpW U3yYeHUN KIMHWMYECKOW XapaKTepUCTUKM MaLMEeHTOB
¢ cuHgpoMoM WPW 0bHapy»KeHo, YTO OH BCTpeYaeTca BO BCEX
BO3paCTHbIX rpynnax, He MMeeT creunprUyecKkx NpU3HaKoB, Mo-
JKeT NpoTeKaTb CKPbITO, Be3 ABHbIX CMMMTOMOB. [l0BONBEHO YacTo
cuippom WPW conpoBozaeTcs passuTUeM HaKeya04KOBbIX
TaxMKapauiA, YTO MOXET 3HAUYMTENBHO MOBILLATL PUCK HACTY-
MSIEHNS BHE3AMHOW CEPAEYHOI CMEPTU 3a CHET TpaHcdopMaLmm
B JKM3HEYTPOKAKOLLME HapYLLEHUS CEPAEYHO0 pUTMa. «30/10TbIM
CTaHAapTOM» AMarHOCTUKM W Nnedens cuHapoma WPW cuutator
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30U 1 PHA. PHA 3HauuTenbHO yMeHbLLIAeT HeobXxoaMMOCTb Ha-
3HaueHus TakuM NaumeHTaM AAT, npouenypa BbIcOKO3(derTB-
Ha, CMEPTHOCTb U OCTIOXHEHUA NPUPABHUBAIOTCA K HYIIO.

N3y4yeHne reHeTMYECKUX accoumaLyii 3Toro CMHApOMa —
3T0 BO3MOXXHOCTb MPOBEAEHUSA PaHHEN AWMArHOCTUKM CKPbI-
Tbix opM 3aboneBaHus U ocHOBa MepcoHUGULMPOBaHHOMO
nporHo3a. [eHoTMnMpoBaHue reHa TBX3 noTeHUManbHoO Mor-
N0 Obl BbIABUTL 3TMONOTMIO GopMUpoBaHus cunapoma WPW
C TOYKM 3peHUs MOJIEKYNSpHOi bronoruu, Ho Takke Heobxo-
OVMbI AanbHENLLNE UCCNef0BaHNA 41 06BACHEHNA QYHKUM-
oHanbHol ponm OHI rs1061657 v rs8853 B cneunduyeckom
natoreHese cunapoma WPW.
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