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AHHOTAUMA

Cvnapom Bonbta-TapkuHcoHa—Yaiita (cuHopoM WPW) — cuHApOM € paHHUM BO3DYXAEHMEM XENyLo4KOB cepaua
B CBA3W C MPOBEJEHMEM 3NEKTPUYECKOT0 UMNYNbCa NO LONOSHMTENBLHOMY NpefcepaHO-XEeNyA04KOBOMY NyTU, K NpUMEpY,
nyuky KenTa, [keliMca, BonokHaM MaxeiiMa, Kak npaBuio, CONpoBOXAAIOLWMIACA BOSHUKHOBEHMEM HaLKeNy404KOBbIX Ta-
XuKapaui, B 95% cilyyaeB — aTpUOBEHTPUKYNIAPHON PELIMMPOKHON TaxUKapavel, B 0CTalbHbIX CUTyaumsx — bubpunnaum-
M, TpeneTaHWeM NpPeacepanii U APYrUMM CYNPaBeHTPUKYNAPHBIMU Taxukapanamu. Cunapom WPW Habnogaetca y 60bHbIX
B NloboM Bo3pacTe C yacToTon BcTpedaeMocTu okono 1-30 Ha 10 Teic. YenoBek, npeobnagatoT MyxuuHbl. [lonynaumoHHas
yacToTa 3abonesanus — ot 0,15 go 0,25%. BHesanHylo cepfeyHylo CMepTb PerucTpupyroT Y NauMeHToB ¢ YactoTon 1 cny-
yai Ha 1000 B rop, 1 MHOrpA 3TO MepBas «BU3WUTHasA KapTo4Ka» 3aboneBaHWs. B 0CHOBHOM 3T0 CBA3AHO C MOJIHUEHOCHBIM
(GOpMMPOBaAHMEM HW3HEYTPOXKAIOLLIMX apUTMUIA, HanpuMep, ¢ TpaHcdopMaumren Gubpuniaumm Npeacepani B Gubpunnaumio
enynoukos. MopdonornyeckuM cybcTpaToM cnyxar JonoNHUTENbHBIE MPeACcepAHO-KeNyA0uKoBble CoeAnHeHus. B HacTo-
fillee BpeMs CTaHAAPTOM MHTEPBEHLMOHHOIO NeveHns cuHapoMa WPW sBnsieTcs TpaHcKaTeTepHas pafuoyactoTHas abns-
ums. 3tnonorus cuigpoma WPW MHoroobpasHa. CornacHo faHHBIM MHOMOYMCIIEHHBIX MCCNEA0BaHMIA, 3HaYUMas poslb B €ro
pa3BUTUW OTBOAMTCS FEHETUYECKOMY KOMMOHEHTY. B coBpeMeHHoI iUTepaType NpeACcTaBneH psf, reHeTUHECKUX NPeANKTOPOB
cuHgpoMa WPW, uto MoxKeT bbiTb aKTyanbHO Npy NPOrHO3MPOBAHUM U AMArHOCTUKE CKPbITbIX (hOPM 3TOT0 CMHAPOMa, Teye-
HWS, pa3BUTMS €ro CUMNTOMOB, MaHU(bECTaLMM U CHUXEHWUS PUCKOB BHE3aMHOM Ceple4YHoN CMepTH.

KnioueBble cnioBa: cuHapoM Bonbda—llapkuHcoHa—YaiiTa; npeaBo30yKAeHME XKeNYLOYKOB; apuTMUS; pafMo4acToTHas
abnaums; reHbl; MONEKYNAPHO-reHeTUYECKOe MCCNieJ0BaHme

Kak uutnpoBartb:
Toncrokopoga H0.A., HukynmHa C.I0., YepHoBa A.A. KnuHmndeckas, aneKTpodu3anonormieckas, MoseKyspHO-reHeTUYECKas XapaKTepUCTM KA NaLMEHTOB C
cMHApoMoM Bonbda-lapkuHcoHa-Yaita: 063op nutepatypsl. CardioComatuka. 2023. T. 14, N2 1. C. XX-XXX. DOI: https://doi.org/10.17816/CS134114

Pykonucb nonyuena: 25.11.2022 Pykonucb opno6peHa: 20.02.2023 Ony6nvKoBaHa:
V-2
3KO®BEKTOP © 3Ko0-BekTop, 2023

Bce npaBa 3auyitieHsl



28

REVIEW Vol 14 (1) 2023 CardioSomatics
DOI: https://doi.org/10.17816/CS134114

Clinical, electrophysiological, molecular-genetic
characteristics of patients with Wolf-Parkinson-White
syndrome: literature review

Yuliya A. Tolstokorova', Svetlana Yu. Nikulina!, Anna A. Chernova'-2

! Voino-Yasenetsky Krasnoyarsk State Medical University, Krasnoyarsk, Russia;
2 Federal Siberian Scientific and Clinical Center, Krasnoyarsk, Russia

ABSTRACT

Wolf-Parkinson-White syndrome (WPW-syndrome) is a syndrome with early excitation of the ventricles of the heart due to
the conduction of an electrical pulse along the additional atrioventricular pathway, for example, the Kent, James bundle, and
Maheim fibers, usually accompanied by the occurrence of supraventricular tachycardia, in 95% of cases atrioventricular re-
ciprocal tachycardia (AVRT), in in other cases, fibrillation, atrial flutter and other supraventricular tachycardia. WPW syndrome
is observed in patients at any age, about 1-30 per 10,000 people, men predominate. The population frequency of the disease
is from 0.15% to 0.25%.. Sudden cardiac death is registered in patients with this pathology 1 case per 1000 per year, 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 (AF) into ventricular fibrillation (VF).The morphological
substrate is additional atrioventricular connections. Currently, the standard of interventional treatment of WPW syndrome
is transcatheter radiofrequency ablation (RF). The etiology of WPW syndrome is diverse. According to numerous studies, a
significant role in the development of WPW syndrome is assigned to the genetic component. A number of genetic predictors
of WPW syndrome are presented in the modern literature, which may be relevant in predicting and diagnosing hidden forms
of this syndrome, the course, development of its symptoms, manifestation and reduction of the risks of sudden cardiac death.

Keywords: Wolf-Parkinson—-White syndrome; ventricular preexcitation; arrhythmia; radiofrequency catheter ablation; genes;
molecular genetic study

To cite this article:
Tolstokorova YA, Nikulina SYu, Chernova AA. Clinical, electrophysiological, molecular-genetic characteristics of patients with Wolf—Parkinson-White
syndrome: literature review. Cardiosomatics. 2023;14(1):XX-XXX. DOI: https://doi.org/10.17816/CS134114

Received: 25.11.2022 Accepted: 20.02.2023 Published:
V-2
ECOSVECTOR © Eco-Vector, 2023

Allrights reserved



0B30P Tom 14, N
AKTYAJIbHOCTb
CvunapoM Bonbda-llapkuHcoHa—Yaitta (cuHApoM

WPW) — cuHapoM ¢ paHHUM BO30YXOEHMEM JKeNy[04yKOB
CepALa B CBA3M C NMPOBELEHMEM 3JIEKTPUUYECKOr0 UMMNYNbCca
no AONOJHUTENBHOMY NPEACEPAHO-}KEeNYA04KoBOMY 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 nposiBnsieTcst 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 3NeKTpoKapanorpaduyecknx mameHeHmin Ha 3KI
C HaJKeNnya04KOBLIMU HapyLLEHUAIMM pUTMa cepaLa [3].

CvHapoM WPW Habniopaetcs y bonbHbIX B Nt0boM BO3-
pacte, coctaensas okono 1-30 cnyyaes Ha 10 ThbiC. YenoBexk,
npeobnagatwT MyxuuHbl. [onynaumnoHHas vactota 3aborne-
BaHus — ot 0,15 po 0,25%, npu Hammumm conyTcTBYIOLLEN
CepAeyHo-coCcyamncTon natonorum (npuobpeTéHHbIE NOPOKK
cepgua — MMC, runeptpodmyeckas Kapguommonatus —
TKMI 1 ap.) oHa nosbiwaetcs go 0,5% [4, 5]. KnuHnyeckas
MaHudectauus cuHapoMa WPW MoxeT HaumHaTbes B J11060M
BO3pacTe M MOXET OKasaTbCA MO0 CyyaiiHOM HaXoLKoM
Ha JKI y beccumnToMHOro nauueHTa, inbo nposBMTLCA
KaK BHe3anHbIM NpUCTyn y4allEéHHOro cepaLebuermns [6].

BHe3anHyto cepieuHyto cMepTb PerucTpupyloT ¢ YacToTou
1 cnyyan Ha 1000 B rog, M mHorga 3To NepBas «BM3WUTHas
KapTouka» 3aboneBaHus. B ocHOBHOM HacTynnexue cmepty
CBAI3aHO C MOJHWEHOCHBIM (HOPMUPOBaHWEM JKU3HEYTpoXKa-
IOLUMX apUTMUIA, K npuMepy, ¢ TpaHchopMaumeir ®f B du-
opunnaumio xenynoukos (OX). YuutbiBas noteHUManbHyto
BO3MOXHOCTb pa3suTua O 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,
3aKnapbiBaHua 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
B03byaeHus (re-entry). pu optogpomHon AB Taxvkapamu
B030YKAeHWe pacnpocTpaHseTca aHTerpagHo no AB-ysny, pe-
TPOrpagHo No A0NOSHUTENBHOMY NPEeACepAHO-KENYA04KOBOMY
coepmnHeruio (AMKC) [12]. Mpn aHTMApoMHo AB Taxmkapawm
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.
CepauebueHne 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 CO3HaHMS, FONIOBOKpPYXEHWE A0 Npesobmo-
POYHOIO COCTOSHMA, YYBCTBO HEXBATKM BO3yXa, OAbILLKY [15].

InekTpodusmonormyeckas
XapaKTepuCTUKa NaLMEHTOB C CUHAPOMOM
Bonbda-lapkuucona-Yanra

CraH[,apTOM MHTEPBEHUMOHHOIO NneyeHus cuHapoma WPW
ABNAETCA TpaHCKaTeTepHasA paamoyacToTHas abnsauma (PHA).
Mo paHHBIM BONBLUMHCTBA MUcCnepoBaTenei, IQPeKTMBHOCTb
PYA 3HaumMo BblilLie TaKOBOM NpU NPOBELEHUN MEAUKAMEH-
TO3HOW aHTMapUTMUYeckon Tepanuu. CornacHo pesynbraram
pafa KIAMHUYECKUX uccneaoBaHwid, 3ddekTuBHocTb PYA
npu cunapome WPW MoxkeT bbiTb 6onee 95%, yacTora peuu-
AvBoB cocTaBnset 2—3%. YusHeyrpoxKatoLume 0CnoXHEHMS,
BO3HMKaloLLMe Npy npoBefeHun PYA y naumeHToB ¢ cuHapo-
mMoM WPW, 3apeructpupoBaHbl He bonee yem B 0,6% cnyva-
eB. IdhdeKTnBHOCTL PHA noBbILLaeTCs npy oTCYTCTBUM rPyObIX
MOpPhONOrNYeCKNX M3MEHEHWN CO CTOPOHbLI MUOKapaa [16].

B cnyuae, Korpa TpyaHo auddepeHUMpoBaTh LOMNOIHU-
TeNbHble MyTW ¢ pabouuM MUOKapLoM, HeobxopuMa Tonmue-
CKas IarHoCTMKa 3a CYET MpOBeAeHMs neKTpodusnonoru-
yeckoro uccnegosaus (AOU), anu- unm 3HAoKapaUanbHoro
3D-kaptvipoBaHms. Kak npaBuno, K naumeHTaM ¢ abcomioTHbIM
noKasaHueMm K nposegenuio IOU oTHocaTcs:

e nauueHTbl ¢ cunapomoM WPW nocne nepeHeceHHoM 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 npeacTaBneH psaj 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 nnenmoTponven
1 MOXeT BbI3biBaTh Kak cuHapoM WPW, tak u runeptpodun-
yeckylo kapanomuonatuio (TKMI), AB-6nokagapl, auctpoduio
[ltoweHHa, ogHaKo reHeTUYecKas ocHoBa cuHgpoma WPW
y niofeii be3 opraHUyecKoil NaTonorMm cepaua ocTaeTcs He-
[0CTaTO4HO U3y4YeHHOM.

[pynna amepuKaHCKMX Y4éHbIx MeamuMHCKOro Konnemxa
beiinopa (. YaiiKo, wrat Texac, CLA) B 2020 roay 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 NPULLNK K BbIBOLY, YTO PEAKUE BapHUaHTbI
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 OMUCaHUA AGEPHBIX CEMEN
¢ cuippomMoM WPW 1 cnopagnyeckue cnyyau 3Toro CUHAPO-
Ma. CeMelHble cnyvan cuiapoma WPW nepegatotca no ayto-
COMHO-[I0MWUHAHTHOMY TUMY W CBAi3aHbl C MyTaLMeN B reHe,
KOOMpYyloLLEeM y2-cybbenuHuLy afeHo3uHMoHodocdaT-aK-
TMBMPOBaHHOM NpoTenHkuHaskl PRAKG2 (7q3). PRKAG2Z —
tepMeHT, onpegensiowMin BbIpaboTKY BHYTPUKNETOYHOM
3Heprum [20].

B 2016 romy rpynna y4éHbIx 13 TaiiBaHs npoBoamna Mo-
NeKynsApHO-reHeTUYeCcKoe MccieoBaHKe Ha npumepe Tau-
BaHbCKOM NOMynAUMK rpaxaaH. Llenbto 3toi pabotbl Obino
BbISICHUTb, CBA3aHA /M MyTaLms B reHax cybbeamHuLbl AMP-
aKkTMBMpyeMoi npoteuHkmHassl — AMPK (PRKAG3-230)
CO CMOpPaAMyeckUM M307MpoBaHHbIM cuHapomomM WPW.
B uccneposaHum npuHsnu yyactve 87 naumentos (53 Myx-
YWH W 34 HeHLWMHbI; Bo3pacT 24,4+18,0 net) ¢ CUMNTOMHbBIM
cungpoMoM WPW 1 93 (59 MyxuMH U 34 XeHLUMHBI; Bo3pacT
4,4+18,0 neT) 300pOBLIX JINL, KOHTPOMLHOM rpynnbl. [eHOTH-
nbl reHa PRKAG3-230 onpepensnv nocpeactBoM nonume-
pa3HOi LienHoW peakuun. ABTopammn He 3aperucTpupoBaHo
HUKaKWX CYLLECTBEHHBIX Pa3iuyuii Mexay ABYMS rpynnamu
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C TOYKM 3peHus Bo3pacTa W nona. [aumeHTbl ¢ reHoTMNaMm
CG n CGPCC mMenmn 3HaumtenbHo bonee NOBLILLEHHBIA PUCK
pa3sutus cuHapoMa WPW no cpaBHeHMIO € nauueHTamu
c reHotunoM GG (oTHoweHue waHcos, OLL=1,99, 95% nose-
puTenbHbIii uHTepean (ON)=1,01-3,89, p=0,045; OLLI=1,99, 95%
[IN=1,04-3,78, p=0,037 cooTBeTCTBEHHO). AnfenbHble TUMbI
He Oblnn CBA3aHbI C PUCKOM pa3BuTuA cuHapoMa WPW. Mauu-
eHTbI ¢ MaHUdecTHbIM TUMoM ¢ reHotunamu CG u CGpCC nme-
JM cylecTBeHHo bonee NoBbILWEHHBIM puck cuiapoma WPW
Mo CpaBHEHWI0 C NaumeHTamm ¢ reHotunoM GG (OLL=2,86,
95% 0W=1,16-7,05, p=0,022 n OLL=2,84, 95% [W=1,19-6,80,
p=0,019 cooTBeTCTBEHHO). 3TO MCCNegoBaHUE MOKasano,
yto reH PRKAG3-230 MoxeT bbITb CBA3aH CO CNopaauyecKkuM
cuHapomoM WPW cpenm Hacenenus TanBans. HeobxogmMmbl
[anbHellMe UCCefoBaHUsA 1S BbIACHEHUS PONW MyTaLmii
B reHax cybbeaunuubl AMPK, otnnuHbix ot PRKAG3-230,
npu cnopaauyeckom cuHgpome WPW [21].

B knuHuke MepBoro MocKoBCKOro rocyAapcTBEHHOM Me-
BMUMHCKOro yHuBepcuTeTa MM. W.M. CeyeHoBa c 1973 roga
u3yyarT KuHudeckne u 3IKM-ocobeHHocTM npobaHaoB
U UX POLACTBEHHUKOB C CUHAPOMOM MPEXAEBPEMEHHOMO BO3-
by paeHus xenypoukos ([BX). B HacToswee Bpems omy-
bnmKoBaHbl cBefeHMs 0 36 naumeHTax ¢ cungpomom WPW
U 222 X KpOBHBIX POACTBEHHMKAX, 40 NaumeHTax ¢ CMHAPO-
moM Knepka-Jleeu—Kputecko (KJIK) u 227 ux poacteeH-
HuKax. CuHgpom wnm deHomeH MBI 6binn 0bHapyeHb
y 32% (72/222) obcnenoBaHHbIX poacTBeHHUKOB |-V cTene-
HW popcTea, cpenu Hux cuHapoM WPW otMeueH y 4 (1,8%),
cuHapoM KIK — y 12 (5,4%), deHomeH KITK — y 56 (25%)
obcnenoBaHHbIX. JTa pabota no3sonuna AoKasaTb Hacnep-
CTBEHHO obycnosneHHylo npupofy cuHapoma [BX u npo-
BOAMTb CBOEBPEMEHHbIE NMPOMUNAKTUUECKUE MEPOMPUSATUSA
B ceMbsx [22, 23].

B 2017 rogy B KpacHosipcKoM rocyaapCTBeHHOM MeAULIMH-
CKOM YHuBepcuTeTe UM. npod. BoiHo-fceHewKkoro rpynnoi
YYEHBIX NPOBOAMINCh UCCNEN0BaHMA MO U3YYEHUIO MOAMMOp-
¢dun3moB reHoB SCNA5SA (BoMbTa-3aBUCMMBIX HAaTPUEBbIX Ka-
HanoB) B accouuaummn ¢ cuiapomom WPW. B uccnenoBaHmm
npuHsan ydacte 51 naument ¢ cungpoMoM WPW un 153 ve-
noBeka be3 ceppeyHo-cocyaucTbix 3aboneBaHuii, KoTopble
COCTaBMNM KOHTPOMLHYIO rpynny. BceM yyacTHUKaM uccnepo-
BaHWSA NPOBOAMIOCH CTAHAAPTHOE KIIMHUKO-UHCTPYMEHTaNb-
Hoe obcnenoBaHue, MONEKYNAPHO-TEHETUYECKOe WCCNemo-
BaHue. Pe3ynbTaThl MCCNeNOBaHWSA MOKa3anu CTaTUCTUHECKM
3Hauumoe npeobnaganme penKoro reHotuna GG reHa SCNSA
B KOHTPONILHOW rpynne XeHWuH. 3BecTHo, 4To 3TOT reHo-
TMN accoummpoBaH ¢ AB-6nokagamm, cuHapoMom crnaboctu
CMHYCOBOrO Y3113, Toraa Kak npu cusppome WPW, B npotuso-
MONOXKHOCTb NpefblayLLMM HO30M10TMAM, OTMeYaeTcs npe-
AeBpeMeHHoe B030yXAeHWe 33 CYET (OPMMPOBaHMSA aHo-
ManbHbIX [OMONHUTENbHLIX MyTeid. Pe3ynbTathl NO3BOAMAM
MPeaonoXuTb, YTO HalMuKMe 3TOr0 reHOTMNA CHKAET Bepo-
ATHOCTb pa3suTUs cuuapoma WPW [24].

Wcnonb3ys MaTepuan uccnefoBaHus, yKasaHHbI B npe-
AblOyLIEM UCTOYHMKE, aBTOPbI MOKa3anu, YT NpU U3y4eHUn
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nonmmopduamos reHa NOS3 y naumeHToB ¢ cuHapomom WPW
OTMEYEHO CTaTUCTUYECKM 3HauMMoe npeobnagaHue peaKoro
reHoTMna 4b/4b cpeny 300pOBBIX KEHLLUMH, YTO MO3BOAMIIO
MPeLNONOXNUTb, YTO AAHHBIA NONMMOPOU3M TaKKe MpUHK-
MaeT y4acTMe B CHUXEHWUW PUCKA BO3HUKHOBEHUSI CUHAPOMA
WPW y nuu eHckoro nona [25].

C anBaps 2013 no mMapt 2020 roga MHOro4YMCNeHHas rpyn-
na y4eHbix B Kutae nposoauna MoneKynsipHo-reHeTU4ecKoe
“ccnenoBaHKe, HANPaB/EHHOE Ha BbISIBNIEHWE aCCOLMATUBHO
CBA3M OAHOHYKNeoTUAHbIX nonumopduamos (OHI) rs1061657
1 rs8853 reHa TBX3. YuEHble NpeLnonoKuam, YTO NOCKONb-
Ky 3TOT FeH y4yacTByeT B opMupoBaHuM GpUbpo3HOro KonbLa
W pa3BuUTMM MuUoKapaa AB-KaHana y TpaHCreHHbIX MblLLeN,
10 ero OHI1 MoryT ObITb CBA3aHbI CO CNOPAaANYECKUM CUH-
apomom WPW y ntopeit. Habop naumeHToB npoBoaunm B Kap-
JMOMIOrMYECKOM LIeHTpe nepBoii 6ombHULbI JlaHb4xoYCKoro
yHuBepcuteTa (r. JlaHbwoy, Kutait). MccnepyeMas nonyns-
umsa Broyana 230 naumeHToB ¢ cunapomoM WPW (148 myx-
UMH M 82 HeHWMHbl, cpenHwii Bo3spacT 46,0+15,2 ner).
Hu y ogHoro nauveHTa He UMeNIOCb CEMEMHOr0 aHaMHesa
no cuHapomy WPW, TKMIT unm ppyrumM nopaxeHuam cepaua,
yTo ObINO MOATBEPMAEHO Pe3ynbTaTaMu TPaHCTOPaKasbHOI
IxoKapamorpadpun. B rpynny KoHTpons otobpanu 231 ye-
noeka (143 MyXuuHbl U 88 KEHLWMH, CpesHWA Bo3pacT
47,6+14,4 ropa) be3 cepaeyHO-COCYANUCTLIX 3aboneBaHMuA.
BceM naumeHTaM 6bino npoBefeHo MoNeKynsipHO-reHeTUye-
CKoe uccnenoBaHue: reHomuyto [IHK nonyyanu us 2 Mn kposm
B NpobupKax oS aHTUKOoArynsuum ¢ 3TUNEHAMaMUHTETPaYK-
CYCHOM KMCNOTOW MeTofOM (eHoN-x10podopMHON pearLmm;
npaniMepbl 419 NOMMMEPA3HON LIEMHOW peakumn bblan pas-
paboTaHbl C UCMO/b30BaHWEM OHNAH-NPOrpaMMHoOro obe-
cneyeHns Primer3. CBasb Mexay nonuMopduaMamu reHa
TBX3 v cungpomom WPW 6bina uccnemoBaHa nocpeacTsoM
NOTUCTMYECKOr0 PerpeccHoHHOro aHanusa. Yactotel annens
C v reHotuna CC rs1061657 okasanucb Bbile Yy NaLMEHTOB
OCHOBHOW, YeM nuL, KoHTponbHoW rpynnbl (OLL=1,41, 95%
IN=1,09-1,83, p=0,010 n OW=2,24, 95% [WN=1,25-3,99,
p=0,006 cooTBeTCTBEHHO), TorAa Kak annenb C u reHotun CC
rs8853 BcTpeyanmuch Yalle Cpeam UL, KOHTPOSbHOW rpynnbl
(OLLI=0,70, 95% AM=0,54-0,92, p=0,010 n OLU=0,44, 95%
IN=0,23-0,83, p=0,011 cootBeTCTBEHHO). TakMM 0bpa3oM,
pe3ynbTaThl MCCeA0BaHUS NoKasau, 4To annenb C rs1061657
MOXKET ObITb CBA3aH ¢ Honee BbICOKUM PUCKOM pasBUTMSA CUH-
apoma WPW, toraa kak annenb C rs8853, BeposiTHo, cHuxaeT
ero yacrorty [26].

3AKJTIOYEHUE

Mpy M3y4EHUN KIIMHUYECKOW XapaKTEpUCTUKW NauMeHTOB
¢ cuHopomoM WPW obHapyxeHo, 4To OH BCTpeyaeTcs BO BCEX
BO3PACTHbIX FPynmnax, He UMeeT CrieLMdUIECKMX NPU3HAKOB, MO-
KET NPOTEKaTb CKPBITO, 6e3 SBHBLIX CUMMTOMOB. [I0BOMIbHO YacTo
cunapoM WPW conpoBoaaeTcs pasBuTHEM HalKeNya04KOBbIX
TaxMKapaui, YTO MOXXET 3HAYMTESIbHO MOBbILLATL PUCK HaCTy-
MeHUs BHE3aMHOM CepeyHon CMepTU 3a CYET TpaHchopMaLmm
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B JKU3HEYrPOXKaloLLMe HapyLLIeHUs CEpAeYHOro pUTMa. «3010TbIM
CTaHAaApTOM» AMArHOCTUKM W NedeHns cuiapoma WPW cuutator
30U n PHA. PHA 3HauuTENEHO YMEHBLLIAET He0BX0AMMOCTb Ha-
3HaueHus TakuM NaumeHTaM AAT, npouenypa BbIcOK03(derTUB-
Ha, CMEPTHOCTb U OCTIOXHEHUS NPUPABHUBAIOTCA K HYTIO.

N3y4yeHne reHeTMYECKUX accoumaLyii 3Toro CMHAPOMa —
3T0 BO3MOXHOCTb MPOBEAEHUS PaHHEN AMarHOCTUKU CKpbl-
TbiX ()opM 3aboeBaHMA U OCHOBa NepPCOHMAULMPOBAHHOMO
nporHosa. [eHoTunMpoBaHue reHa TBX3 noTeHumanbHo Mor-
no 6bl BbIABUTL 3TMONOMMI0 POpMUPOBaHUA cuHapoma WPW
C TOYKM 3peHUs MONIEKYNSPHOW Bronorum, Ho TakxKe Heobxo-
[MMbI JaNbHENLLME UCCNef0BaHUS 1S 00bACHEHUS QYHKLM-
oHanbHoi ponm OHI rs1061657 v rs8853 B cneunduyeckom
natoreHese cunapoma WPW.

N0NOJHUTENIbHAA UHOOPMALUA

KoHdnuKT mHTepecoB. ABTOpbI AEKIAPUPYIOT OTCYTCTBME ABHBIX
M NOTEHLMaNbHbLIX KOHQIMKTOB MHTEPECOB, CBA3aHHBIX C MybnmKa-
LIMEeN HACTOALLLEN CTaTbM.
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