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JONMOJIHUTEJBHBIE ITYTHU NTPEACEPAHO-)KEJIYIOYKOBOI'O COEAUHEHUA
KAK CBSA3YIOIIUAN STUONMATOTEHETUYECKHAN ®AKTOP
JIJI1 CPABHEHUSI CHHIPOMA BOJIb®A-IIAPKUHCOHA-YAHUTA
U CHHAPOMA PAHHEN PENOJIAPU3AIINMA )KEJTYIOUKOB

Beeoenue

Mopdonorugeckum cybcrpatom cunapoma Bonbda — [Mapkuncona — Yaiita (WPW) sB-
JISIFOTCS TOTIOJIHUTENbHBIE MTPEICEPIHO-KETYI0UYKOBbIE COEIMHEHUS, MIIM TaK Ha3bIBAEMbIE Mbl-
LI€YHbIE MOCTHKHU. BOJIBIIMHCTBO TMCTOIOTMYECKU MIEHTU(UIUPOBAHHBIX JOMOJIHUTEIbHBIX
MyTeH MpencTaBiIsieT coO0l TOHKHE HUTH paboyero MHoKapjaa npejacepauit mmpuHoi ot 0,1
10 7 MM. OHOM K3 NPUYHH CHHJIpOMA paHHEW penossipuzanuu xenynoukos (CPPX) ssuser-
csl QyHKIMOHMPOBAHUE JIOTIOIHUTEIbHBIX MyTeW npoBeeHus. Vccnenosarenu noiararor, 4To
3a3yOpuHa Ha HUCXOAsIIeH yacTu komruiekca QRS mpencrasnser co00i OTCPOUCHHYIO IEITh-
Ta-BOJIHY, OSIBJISIOILYIOCS BCJIEACTBUE HATMUMSI aHOMAJIbHBIX Iy TEH IPOBECHUS. YKOpOUEHHE
untepsana PQ, Bcrpeuatomieecs Ha paae DKI, Taxke sBiIsieTcsl OMHUM U3 JJOKA3aTeIbCTB Ha-
JIUYHS TOTIOTTHUTEIBLHOTO TTyTH MPOBEACHUS uMityibea [ 1, 2]. PaccmaTrpuBast BOmpoc mporHo-
CTHUYECKOH 3HAYMMOCTH HCCIIEyEMbIX CUHIPOMOB, U YUUTBIBAasE MUPOBOM ONBIT KIMHUYECKUX
WCCIIEIOBAaHUN, MOKHO OIPEIENUTh, YTO BEPOSATHOCTh Pa3BUTHUS BHE3AIHOW CMEPTH MPHU CHH-
npome WPW B teuenne 10 net cocraisier ot 0,15 10 0,39 %, 9TO BBIIIE OOMIETIOMYIIAIIMOHHOTO
pucka, KoTopbii HaxoauTcst Ha ypoBHe MeHee 0,1 % [3]. Taxk e k koHIy 1-ro gecstunerus XXI
Beka Obla rnokazana cBsi3b DK -nposiBiieHuii paHHeH penosspru3aluy *KelylI04KoB 1 BHE3aTHON
CepIEUHON CMEPTH: BBISIBIICHHE MPU3HaKa J-point B «HmkHUX» oTBeneHus X JKI' mo cpaBHeHHIO
C JIpyTMMHU JIOKaJIU3alUsIMU YBeIMuuBaia puck cMeptu B 1,3 pasza (1,0—1,6), a perucrpauus sie-
Banuu J-point Ha 2 MB u 6onee yBenmunBana puck cmeptu B 3,0 paza (1,9-4,9) [1].

Heno

Onpenenutb 0COOEHHOCTU KIMHUYECKOTO TEUEHMs], @ TAK)KE COUETaHUE C HapyIICHUSIMU
pUTMa ¥ MPOBOAUMOCTHU CEpLla y MAIMEHTOB C (PEHOMEHOM U Pa3IMYHbIMU KIMHUYECKUMHU
dhopmamu curapoma Bonbda — [lapkuHcona — YaiiTa mo cpaBHEHHIO C MAIMEHTAMU C CUHAPO-
MOM paHHEeH penospu3alu KeryJ0dKOB.

Mamepuan u memoowt uccieoo8anus

[IpoBenieH peTpoCTIeKTUBHBIN aHAIN3 MEIMIIMHCKUX KapT CTallMOHapHOTro nanueHTa (51 ve-
JIOBEK) € JMarHo3amu: cuHapomoM uinu penomed Bonbda — [lapkuncona — Yaiita (30 mauu-
€HTOB) M CHHJPOMOM paHHEH pPEernoiipu3aluu KeIy10uykoB (21 manueHT), HaxoAUBIINXCA Ha
CTaIlMOHAPHOM JICUeHUU B YupexaeHnn «[ oMenbckuii 001acTHON KITMHUYECKUI KapIUOJIOTH-
yeckuit neHTp» B rnepuoa ¢ 2019 no 2021 rox, ¥ B KapAHOJIOTUYECKOM OTAEICHUH Y UpEeKICHUS
«l'omenbckas ropoackas kuHudeckas oonpauia Ne 3» 3a 2019 roxa. [IpoBenen koppensinoH-
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HBIM aHaNMMU3 JUIsl OLIEHKHU CUJIbl B3aUMOCBSI3M U3y4aeMbIX BeJIMYMH (orpeneneHue kodddun-
eHTa koppesiuuu r-Ilupcona).

Pezynomamul uccinedosanusn u ux oocyryucoenue

3a nepuon Bpemenu ¢ 2019 nmo 2021 roj Ha cTalMOHAPHOM JICUEHUU C TUArHO30M CHHJIPOM
WPW naxommnocs 30 uenoBek (100 %): n3 aux myxuus — 22 (73,3 %), sxenmuH — 8 (26,7 %).
3a 2019 rox Ha CTaIMOHAPHOM JICUCHUH C TMArHO30M CHHJIPOM paHHEHN PETosIpU3aIliu Kelry-
noukoB Haxomuics 21 yenosek: 19 myxxuus (90,5 %) u 2 sxenuunsl (9,5 %).

[TarmmenTs! ¢ fuarno3om cunapom win penomen WPW (Bcero 30 manueHTOB) ObLTH pas-
JIeJIEHbl B 3aBUCUMOCTU OT KJIMHUYECKON (POpPMBI Ha TpHU TPYIIBI: B MEPBYIO0 BXOJIWIIM Ia-
uueHTs ¢ peHomenoM WPW (4 genoBeka), BO BTOPYIO — € IPEeXOaimuM cuaapomom WPW
(7 genoBek), B TpeThio — ¢ MaHudpecTupyromieit hopmoii cuaapoma WPW u nuarsosom cus-
apom WPW (19 genosek).

2KanoOs! mpy MOCTYIJICHUH B CTAITMOHAP y TTAIIMEHTOB ¢ peHomeHoM WPW: Gortb B TpyHO#
KJIETKE BbIsIBIEHA Y 2 (6,7 %) denoBek . B eAMHUYHBIX caydasx: JUIMTeNbHbIE HOMOIIKE 00U B
cep/re MO0 OTCYTCTBHUE Kayl00. Y TMAIMEeHTOB ¢ pexoasimuM cuaapomom WPW: nepuoamaecku
BO3HUKAIOIIIME TPUCTYTIHI YYalllEHHOTO cepueOuenus Obln onpenaeiensl y 2 (6,7 %) yenosex ,
cnaboctb —y 2 (6,7 %). B enuHUYHBIX ciydasx: mepedou B paboTe cepia, ToJI0OBOKPYKEHHE,
pe10OMOPOYHOE COCTOSTHUE, UyBCTBO HEXBATKU BO3yXa. AKTUBHBIX KaJl00 HE MPEIbsBIISIET
4 (13,3 %) uenoreka. XKamoObl y manueHTOB ¢ Manudectupyromeit hopmoit cuaapoma WPW
u cunapomomM WPW: nieprionuyecky BOSHUKAIOIIME MPUCTYIBI YYaleHHOTO cepaneOreHus Obun
orpeneneHsl y 7 (23,3 %) uenosek, yuamienHoe cepamneonenne —y 3 (10 %), nepedou B pabote cepa-
na—y 3 (10 %), nepronuyaecku Bo3HHUKaroIMe epedon B padore cepaa —y 2 (6,7 %), cmadbocts —
y 4 (13,3 %), npuctynsl cnadocta —y 2 (6,7 %), momyodmopounoe cocrostaue — y 2 (6,7 %),
TOJIOBOKpYkeHue —y 2 (6,7 %). B emuHUUHBIX ciydasx: TUCKOM(GOPT 3a TPYyAUHOM, TSKECTh B
obmactu cepaua, nopbienne AJl. AKTUBHBIX jkanio0 He npeabsBiseT 6 yenosek (20 %). [Ipu
sToM y namuentoB ¢ CPPXK akTuBHBIX *ano0 mpu mocTyruieHuu He Obuio y 18 marueHToB
(85,7 %). B eaMHUYHBIX cay4asix ObLIM EpUOANYECKUE IepeOou B paboTe cep/lia, yyalieHHoe
cepaneOneHne, opIIKa, epruoanIecKkoe mopeimenne AJll.

[Ipu pu3nkaIbHOM HCCIIEIOBAHUU CEPICYHO-COCYAUCTON CUCTeMBI Toibko y 1 (3,3 %)
nanuenta ¢ penomeHoM WPW oTmeueHo pacmupeHue rpaHul] BI€BO. Y MOJOBUHBI MAIlUEH-
ToB ¢ (perHomeHoM WPW (2 yenoBeka) mpu ayCKyJabTallud OTMEUAIOTCS MPUTYIICHHBIE TOHBI
cepaua. Ilpaktuueckn y Bcex MauueHTOB ¢ npexoxsuiei Gopmoii cunapoma WPW (5 ueno-
BEK) TOHBI Cep/illa MPUINIYLICHHbIE, y 2 MAUEHTOB — SICHbIE. BOJIBIIMHCTBO MAallUEHTOB C Ma-
Hudectupyromen hopmoii cuaapoma WPW u nuarnozom cuagpom WPW (11 genosek) Obutn
C MPUMITYLUIEHHBIMU CEpJCYHBIMU TOHAMH, 7 MAIMEHTOB C sICHbIMU. [IpakTuyecku y Bcex ma-
LIMEHTOB B TPEX HCCIEAYyEMBbIX IpyMmax TOHBI CepAlla pUTMUYHBIC, U TOJbKO y | mamueHTa
BBICITYIIIMBAIOTCS QPUTMUYHBIC TOHBL. Y BCEX MAIIUEHTOM C (PEHOMEHOM Wi cuHApoMoM WPW
OTCYTCTBYIOT JOIOJHUTENIBHBIE CEPJEUHBIE IIIyMbI IIPHU AyCKYJIBTAlMK cepAua. B To ke Bpems
pu GU3UKAIEHOM HCCIIEIOBAHUH CEPACYHO-COCYIUCTOM cucTeMsl y manueHToB ¢ CPPXK Obuo
OIIpE/IENICHO: MEPKYTOPHO IPAHMIIBI CepAlla HE U3MEHEHBI, ayCKYIbTaTUBHO TOHBI CepAla sc-
HbI€, pUTMHUYHBIE, OTCYTCTBHE JOMOJIHUTEIbHBIX IIYMOB — y Bcex nanueHToB (100 %).

[Ipu paccmotpenun 3akmtodeHuit XM-OKI' maruenToB ¢ ¢penomeHom WPW HaiineHsl:
OJTMHOYHASI KEITyJOYKOBasi SKcTpacuctonus — y 2 (6,7 %) 4ernoBek , SMU30/1bl CHHYCOBOM Ta-
xukapauu —y 2 (6,7 %). B eauHuuHOM cityyae omnpeessiach OQUHOYHAS HaPKEITyJ0UKOBas
HKCTPACHCTONH. Y MAalMEHTOB ¢ npexonsuiei popmoit cunapoma WPW orMedeHsl: oauHOY-
Has HaJpKenynoukoBas skcTpacuctonus —y 3 (10 %) uenoBek, 3MU30bI CHHYCOBOM TaXUKap-
mn —y 3 (10 %). B equnuunoM ciydae Obut onpezeneH snu3on CA-610kaasl 2 creneHu tam 1.
VY namuentoB ¢ Manugectupymomeil Gopmoii cunapoma WPW u auarnozom cunipom WPW
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3aUKCUPOBaHbI: OJUHOYHAS HA/DKETy10uKoBast skcTpacucronus —y 4 (13,3 %) yenosek, onu-
HOYHas keryaoukoBas sKcTpacuctoius —y 3 (10 %) yenoBek. B enMHUYHBIX CiIy4asxX BbIsBIIE-
HbIL: mapokcu3M PII, snr30461 MUTpALIUK BOIUTENST PUTMA, T30/l CHHYCOBOW TaXHUKapInH,
AMU30/bl CHHYCOBOM OpaJuiKapInu, HA/HKEITyJOUKOBas TaXUKaAPIUS.

[Tpu ananuze 3akmoueHnit XM-OKI nanuentoB ¢ CPPXK B 66,7 % ciyuaes (14 yenosek)
HaliJleHa OJMHOYHAs Ha/KETyI04YKoBas 3KcTpacuctonusi, B 47,6 % ciyuaeB (10 uenoBek) —
OJIMHOYHAS JKETyI0YKOBAs AKCTPACUCTONHUS. DMU30JbI MUTPALUHA BOJMUTENS PUTMA OBLIH
3adukcupoBanbl B 19 % cinyuaeB (4 denoseka). Hapyuienus mpoBOAMMOCTH Cep/ilia B BHJIE
Omokan nuarnHoctupoBaHsl B 42,8 % ciydaes: B 23,8 % cnyuyaeB ompeaessiach Mpexosias
CA-Gnoxkana 2 crenenu, npexonsmuid amu3oa CA-0mokaap! 2 creneHn TUI | ObUT OTMEUEH B
14,3 % cnyuaes, npexoasimas AB-6nokana 2 ctenenu tun 2 6b11a B 4,8 % ciydaes.

Bwieoowt

[IpakTrdeckn Bce MAIMEHTHI ¢ CHHIPOMOM paHHEH PEnossipU3auy skemynodkoB (85,7 %)
AKTHBHBIX )kaJio0 He npeabsBistoT. [Ipu stom numb y 20 % uenosek ¢ cunapomom WPW u 'y
13,3 % c peromenom WPW Habironaercs orcyTeTBue xano0. B o sxxe Bpems, 30,3 % namnueHToB
¢ cuaapomoM WPW ormeuarot yuanieHHOe cepreOneHune moCTOSTHHO WK B BUJIE TIPHUCTYTIOB.

[Ipu ayckynsranuu cepama MOXXHO OTMETUTh, 4TO Y 100 % nanuentoB ¢ CPPX ToHBI
cepaua scHeie. B Toxxe Bpemsi, B OonbmnHCTBE cirydaeB cunapoma WPW (53,4 %) u peHomena
WPW (6,7 %) ToHBI cepAla MpUrTyIIeHHbBIE.

ITo utoram paccmorpenust 3axmtouennii XM-OKI mpocnexxuBaercst onpeeneHHas 3aKoHOMep-
HOCTPH — HAPYILICHUS] PUTMA ¥ TIPOBOJAMMOCTH Cep/lia yalie ObUTH JUarHOCTUPOBAHBI y TIAIIMEHTOB C
CHH/IPOMOM paHHEHN PENoJIpU3ALIIY JKEeTy0UKOB: B 3 pa3a yallie ObuUla BbIBICHA Ha/DKEITY0UKOBas
9KCTPACUCTOINHSL, B 4 pa3a yalle — KeyI04KOBask SKCTPACHUCTONMS;, HapyLIEHHS IIPOBOIMMOCTH CEP-
11a 3aukcupoBansl B 42,8 % cirydaes nmpu CPPXK, u Tonbko B 3,3 % ciydaeB ¢ pa3HbIMU KITMHUIECKH-
MU popmamu cuaapoma WPW (r = 0,9, npsiMast oueHb BbICOKasi KOPPEIISIIMOHHAS CBSI3b).

Pesynbprarsl JAHHOTO UCCIIEOBAHUS MOTYT OBITh MOJI0KEHBI B OCHOBY KOMILIEKCHOM OLIeH-
KM CTEIMEHU BBIPAKEHHOCTU U BEPOATHOCTU PA3BUTHS BHE3AITHOM CEpAEYHON CMEpTH y Mallu-
€HTOB C CUHApOoMoM mwiH ¢peHoMeHoM Bonbda — [lapkuncona — Yaiita u cuHIpOMOM paHHEN
penospU3aIH KEITyJOUKOB.
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APTEPUAJIBHAS TMIEPTEH3US Y MYKYHWH U )KEHIIIUH
C JUCOUPKYJISITOPHOM YHIE®AJTONATUEN

Beeoenue
Bo MHOTHX 2KOHOMHUYECKH Pa3BUTHIX CTpaHAX B MOCIEAHHE JCCATUIICTUS YBEITUIHBACT-
Csl IPOAOJKUTENBHOCTD JKU3HU HACETICHUS], @ BMECTE C TEM PAcTeT KOIMYECTBO XPOHUYECKUX
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