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OBIIASA XAPAKTEPUCTUKA PABOTbBI
AKTyaJbHOCTh mnpobiaembl. Oubpumnsuus npencepauii (PII) - HapyuieHue

pUTMA cepaua, XapaKTepU3yroUleecs HECKOOPIUHUPOBAHHOM  SIIEKTPUYECKOU
AKTUBHOCTBIO nipeacepaui ¢ yactorou 350-700 B MUHYTY, C OTCYTCTBHUEM P BOJHBI Ha
OKT u, kak mpaBwuiio, HEPETyJIApHBIM puTMOM XkenynoukoB [ESC Guidelines for the
diagnosis and management of atrial fibrillation developed in collaboration with the Eu-
ropean Association for Cardio-Thoracic Surgery (EACTS), 2020], uTto npuBoauT K
HapYIICHUIO MeXxaHn4deckor GpyHkuuu cepana [Zimetbaum P., 2017]. B 2010 r. gucio
monent ¢ nuarnozoM ®II B mupe coctarisiio Oosnee 33 MiIH. dyenoBek. B Hacrosiee
BpeMSI MOMYJISIIMOHHAS PACTIPOCTPAHEHHOCTH (GUOPHILISIINY Tipeacepauii okoo 1-2%
1 3TH MU PBI, CKOPEE BCEr0, U3MEHSTCS B CTOPOHY YBEIUYeHUS B Onrkaiue 50 et
[Bhat A., 2020, Roth G. A., 2020, Faxén J., 2019].

B Poccuiickoit denepanuu pacrnpoctpaneHHOCTh DI okon0 6%, 4TO MpeBbI-
IIaeT aHAJIOTHYHBIC 3apyOe)KHbIC MMoKa3aTenu B 1,5 paza [Haim M., 2015, Chao T. F.,
2017]. MMomynsumonnas yacrora OI1 HapacTaer ¢ Bozpactom — oT <0,5% B Bo3pacTHOM
nekanae 40-50 net no 5-15% B Bo3pactHol rpynne 80 net. [lo nporHo3am cnenuanu-
cTOB, Kk 2030 1. @I pazoBbreTcs y KaXXI0r0 4€TBEPTOTIO B3POCIOTO YEJIOBEKA CPETHETO
Bo3pacta B EBponie u CIIIA, k 2030 r. Tonsko B EBpornie oxunaercs 14—17 MiH. namu-
ertoB ¢ ®IT [Konbun A.C., 2018, Bhat A., 2020, Feghaly J., 2018, Fox C. S., 2004].

®II cyiecTBEHHO YXYAIIAeT Ka4eCTBO )KMU3HU MallMeHTa U MOBBIIIAET PUCK pa3-
BUTHSI XPOHUYECKUX 3a00JICBaHU MMOYEK, HHCYIbTA, MH(PAPKTAa MUOKAP/Ia, CEPICUHOM
HEAOCTAaTOYHOCTH, CTAPUYECKOM IAEMEHIIMU, BHE3AITHOM CEPACYHOM CMEPTU Y 3HAYHU-
TEeJIBHO TMOBBIIIaeT ob1ryto cmeptHOocTh [Althoff T. F., 2021, Anselmino M., 2017, Vi-
rani S. S., 2021].

B onpenenennom % ciyuaen (okos0 30%) OII peructpupyercs 6€3 onpeieseH-
HOU CBSI3U C KAaKUMH — JINOO CEPIIEYHO- COCYAMCTHIMU WJIM MUHBIMU 3a00JE€BaHUSIMHU
nanveHTa. B nutepaTypHbix nctouHukax jgaHHas Il HazpIBaeTcs uauonatuyeckas
(m3omupoBanHas) ®II. ['eneanoruueckue uccinegoBanus cemeit ¢ OI1 u reneTnyeckue
WCCIIEIOBAaHNS T€HOMA MalMEHTOB ¢ uanonarnyeckon OII mpenmnosararor reHernye-

CKYIO JIETEpPMUHHPOBAHHOCTD AaHHOM narosnoruu [Jledeaes J1.C., 2021, Hucker W. J.,



2016, Nesheiwat Z., 2021]. Ilpuyem uucio noaTBepxkaeHHBIX accoruanuii ¢ DIT pe-
TYJISIPHO YBEIIMYUBAETCS, YTO MO3BOJWIO B OTHOIICHUU JAHHOW MATOJIOTHH TPHUME-
HUTb TEPMHUH I'€HETHYECKUM moaumMopuszm OII.

BrIsiBIEHNE T€HETUYECKUX MPEIUKTOPOB MpeapacnonokeHHocTy K PII nmeet
BaYKHOE 3HAYEHUE JJIs Kypalluu MalMeHTOB C JaHHOW MaTOJOrUel, MOCKOJIbKY MO3BO-
JISI€T OCYUIECTBIATH TPorHo3 pa3zButus PII y acuMITOMHBIX JIMII, IPEXKJIE BCETO B ce-
MbsiX manueHToB ¢ DI, a Takke JOMOTHSAET U PACIIUPSET MyJI TCHETHYECKUX MapKe-
poB ®II, yTo MO3BONAET UACHTUPHUITUPOBATH MEPCOHUPUITUPOBAHHBIE MOJICKYJISIPHBIC
MUIIEHU JJIS JIEKAPCTBCHHOW TEPAITHH.

Crenenb pa3padOoTaHHOCTH TeMbl HccIe0BaHusA. boabMHCTBO padoT, mo-
CBAILEHHBIX U3YYCHHUIO T'€HETUYECKUX MPETUKTOPOB Pa3BUTHS (PUOPUIUISIINU Mpe-
cepauil, NpuHaAJIe)KaT 3apyOeHbIM aBTopaM. ['eHeTndeckuil 6a3uc ®II Hayanu uc-
CJIEIOBATh C CEMEUHBIX CIIy4aeB 3TOT0 3a00JI€BaHUs, KOTOPbIE JOKYMEHTUPYIOTCS €IIIe
¢ 1936 r. [Campuzano O., 2016]. B 1997 roay B. Brugada et al. BnepBbie npeamoso-
WM, 9TO TeHaMu-Karauaatamu pa3sutus OI1 moryT 6s1te ADRB1, ADRA2, GPRRS,
nokanu3oBanHbie Ha 10 xpomocome [Kondun A.C., 2018]. B 2003 r. Obuta 3adukcu-
poBaHa reHeTudecku odyciosnenHas ®II B azuarckoit nomynsiuu. Chen Y. H. et al.
BIIEPBBIC OMHUCAIM TE€HETUYECKYI0 MYTallHIo, JIOKAIM30BaHHYI0 Ha 11 Xpomocome, B
reae KCNQ [Chen Y. H., 2003]. baaronaps GWAS 06bl1u BepuuInpoOBaHbl 3HAYUH-
mbie 1t pasputus @I renst KCNN3, HCN4, CAVI, HCN4 u KCNN3 [Andersen J. H.,
2021, Lubitz S. A., 2016, Gutierrez A., 2016]. OxHako, HECMOTpSI Ha PaCIIPOCTPAHEH-
HOCTh DII, B KUTANCKOM Y TATUHOAMEPUKAHCKOM TOMYJIALAH, TOCTOBEPHBIX aCCOLIMA-
muii ¢ passutrem OIT rs10824026 rena SYNPOZ2L ne o6mapykeno (B.Chalazan,
Y.Liu).

B Poccun nzydeHuem BoImpoca TeHEIOTHH U TEHETUKH B 00JIACTH HAPYIIICHHUS
putma cepauna 3anumanuck C.}HO. Huxynmuna (1993r., 2000r.), H.B. AxcroTuHa
(2014r.), E.E. Annanosa (2018r.). /IBa mocnegHux aBTopa onpeAaeaim reHsl - PITX2,
FGB, GPla, GPIfia, koTopble sSBIsIOTCS reHaMu - ipeaukropaMu pa3sutus OII. H3y-
yeHust accounanuit monumopdpuzmon renoB SYNPO2L, MYOZ1 ¢ pazsutuem ¢pubpui-

JSUMM Tpencepanid B Poccuu panee He MpOBOAMIOCH.



Heab padorei: Pazpabotath 1 000CHOBaTh MEPCOHUPUIMPOBAHHYIO OIICHKY
PHUCKOB pa3BUTHUS PUOPIILISIIUH TPEICEPAUH Y TAIUEHTOB C y4€TOM HOTUMOP(HU3MOB
rs10824026 u rs3740293 10 xpoMOCOMBL.

3agaum ucciae0BaHUA:

1. Ouennts knHUKO —IKI npossnenus Ol y manmeHToB ¢ nepBUYHON U BTOPUY-
Hoit hopmamu DII.

2. [Tpoananu3upoBaTh BCTPEUAEMOCTh OIHOHYKJICOTUAHBIX MOIMMOPPU3MOB
1s10824026 rena SYNPO2L u rs3740293 rena MYOZ1 cpenu nanueHToB ¢ Guodpui-
JSALKUEN IPENCEPANA U JINL KOHTPOJIBHOW IPYIIIIHL.

3. OueHuTh accouuanvy MOJYYEHHBIX T'€HETHUYECKHX JTaHHBIX OJIHOHYKJIEOTH/I-
Horo nonumopdusma reroB SYNPOZL rs10824026, MYOZ1 rs3740293 ¢ ocobenHo-
CTSIMU KJIIMHUYECKOTO TeUeHUs! (PUOPMILTALIMY TTPEACEpaUi, TOJI0BO3PACTHBIMU XapaK-
TepUCTUKAaMHU ManueHToB ¢ PII, pazmMepamu J1€eBOro npeacepamsl.

4. Onenutsb 3¢ (HEKTUBHOCTH XUpyprudeckoro seuenus rnpu OI1 u npoananuszupo-
BaTh F€HETUYECKHME OCOOEHHOCTH MAaIlMEHTOB ¢ peruanBom DI1.

S. [IpoBecTr TOTUCTUYECKNN PETPECCUOHHBIN aHAJIN3 JJ1S1 BBISIBJICHUS ITIPOTHOCTH-
YECKOM 3HAYUMOCTH M3y4aeMbIX T€HETUYECKUX MPEAUKTOPOB Ha (akT pa3BuTus ¢puod-
PUJUISIIUY TIPEACEPIUA, YUUTHIBAsI MOJIOBO3PACTHBIE U KIMHUKO- 3JIEKTPOKapIUOrpa-
¢duueckue Gopmer OII.

6. Pazpabortars 1 anpoOupoBaTh KOMIbIOTEpHYIO TTporpamMmy «Ilepconudunmupo-
BaHHOE MTPOTHO3UPOBAHUE PA3BUTUSA (PUOPUIIIAIIMY IPEICEP U,

Hay4ynasi HoBU3Ha ucciieoBaHusi. B nanHoi pabote BriepBbie ObLI MPOBEICH
MOMCK F'eHeTUYeCKUX accouuanuii nonmumopdusma rera SYNPO2L rs10824026, MYOZ1
rs3740293 10 xpomocomsl ¢ pazButueM GuOpusuIsiuu npeacepauii B PO. beuta BoisB-
nena accoumanus awiens G u romosuroraoro remoruna G/G OHIT rs10824026 rena
SYNPOZ2L ¢ pazsutuem ®II. [Ipu pa3aenenuu 1o noy B rpyIine ¢ MepBUYHON GopMoit
®I1 renorun G/G nipu cpaBHEHHH ¢ KOHTPOJbHOW TPYIION CTATUYECKH 3HAYUMO TIpe-
oOnafas cpeau JIMI[ )KEeHCKOTo moiia. Takke BHepBble olleHeH Bkiaa nanHbix OHII B

peMoJienupoBaHue JeBoro npeacepaus y 6onbpabix ¢ OI1.



3apeructTpupoBaHo, 4To 3P HEeKTUBHOCTH XUpyprudeckoro jeuenus OI1 coctas-
nseT 45% B rpyIie NEpBUYHO TOCIUATATU3UPYEMBIX U 15,8% B rpyIine moBTOpHO roc-
NUTAIU3UPYEMbIX TAlMeHTOB. JlokazaHo, 4TO peakui roMo3urotHeiil reHotun G/G
1rs10824026 rena SYNPOZ2L accouuupoBan ¢ pa3sutuem peruanba OII.

C momoIuipio JOrMCTUYECKOTO PETPECCHOHHOTO aHajIn3a J0Ka3aHa MPeIMKTUBHAS
3HauuMocTh reHoTuna G/G rena rs10824026 nis pazputust I, B 60sbIIei CTeeHN s
ee napokcu3MalibHOM (hopmbl. Hanbonee 3HauMMO JJaHHAS! 3aBUCUMOCTh PEATU3yeTCs 17151
MAIMEHTOB KEHCKOTO MOJIa U MTPOBEIEHHBIM XUpypruyeckum jeueHuem OI1.

Pazpaborana u anpoOupoBaHa KomIbloTepHas nporpamma «llepconuduimpo-
BaHHOE MPOTHO3UPOBAHUE PA3BUTHS (YUOPUIUISIIUU TIPEACEPANIN.

IIpakTHyeckasi 3HAaYUMOCTH PadoThl. [lonyyeHHbIE pe3yabTaThl pa0OTHI MOTYT
OBITH UCIIOJIB30BAHBI JJIsl OBBIICHUS] TOYHOCTH MTPOTHO3UPOBAHUS PA3BUTHUS PUOPUII-
JSIAY TIPEACEPIUi B CEMbsiX OOJIbHBIX C JAHHOW MaTOJIOTUEH, TPOBEICHUS paHHEH 11e-
JICHATNIPaBJICHHON NMPOGUIAKTUKHI MTPOTPECCUPOBaHUS 3a00JIEBaHUS U MIEPCOHUDUITUPO-
BAHHOTO MOJIX0/1a K BEJICHUIO JJAaHHON KaTeropuu MarueHToB. Vcrnoap30BaHue «mmaToJio-
rnyeckux» renotunoB 1 asutesied reaoB SYNPO2L u MYOZ1 B kauecTBe JOTOIHUTED-
HbIX (pakTOpoB pucka pazBuTus OII MO3BOIUT BHIICIUTH FPYIIBI TAIIUEHTOB, MOIeXKAa-
[IUX JUCIAHCEPHOMY YYETY M TPEOYIOmUX pa3paboTKu WHANBUIYATEHON MPOTPAMMBbI
HaOJIIOACHUS U IOMIOJIHUTEILHOTO KOHTPOJIS TEPANUH COMyTCTBYIOMIMX 3a001€BaHUM.

BHenpenue pe3yabTaToOB HCCJIeI0BaHUA B NpakTHKY. [lo Teme auccepranu-
OHHOT'O HMCCJIeIoBaHus pa3paboTaHa kommbioTepHas nporpamma «llepconuduimpo-
BaHHOE MPOTHO3UPOBAHUE PA3BUTHUS (PUOPUILIALIUM MPEICEPAU» C YUETOM aHaMHe3a
Y KJIMHUKO-TEHETUYECKUX XapaKTEPUCTHUK MAI[UEHTA.

Pe3ynbpTaThl nuccepTalimoOHHOTO MCCIIENOBAHUS anmpOONPOBAaHBI U BHEIPEHBI B
MPAKTUKY CTEIUATU3UPOBAHHOTO KapUOJIOTHYECKOr0 OTACICHUS, aMOyJIaTOPHO-TIO-
mukinHandeckoro otaeneHuss KI'bY3 KMKB No20 um. U. C. Bep3ona r. KpacHosipcka,
kapauosiorunueckoro otaenenus «lIpodeccopekoit kimmanku» Kpacl'MY. Pesynbrats
JUCCEPTAILIMOHHOTO MCCIIEIOBAaHUsI BHEAPEHBI B 00pa30BaTeIbHBIN Mpolece Kadeapsl
(bakynpTeTCKON Tepanuu KpacHOSPCKOTO TOCYIapCTBEHHOTO MEIUIIMHCKOTO YHUBEP-

CHUTCTA.



MeToaosiorust u MeToaAbI HccaeaoBanus. lccnenoBanre npoBOAUIOCH C MPHU-
MEHEHHEM CIIEAYIOIIMX METOAOB: AHAIUTUYECKUN, KIMHUYECKUN, AHAMHECTUYECKHUN,
(hYHKITMOHATIBHBIN, CTATUCTUYECKUH.

IHon0xeHus1, BLIHOCUMbIE HA 3AIUTY
1. [TamrieHTHI ¢ MEPBUYHOM (MauoNaTHYECKOM/ n3oJupoBaHHoN) dopmoit DI xa-
pakTepusyroTcs 6omee gerkuM kinandeckum tedeHnem @I no mkane EHRA o cpas-
HEHUIO C MallMeHTaMu BTOpU4HOH opmoit DII.
2. I'enotun G/G rs10824026 rena SYNPOZL nossimaet puck pazputus OII. Pen-
kuii romo3uroTHbIN reHoTHl G/G 1510824026 rena SYNPOZ2L acconmmposan ¢ ®I1 B
TPYIIIE JIUIL )KEHCKOTO T0J1a C MPOBEAECHHBIM XUPYPIrUUECKUM JICUCHHUEM.
3. HocutenbctBo romosurotHoro renotuna G/G rs10824026 rena SYNPOZ2L ac-
COLIMMPOBAHO ¢ yBeJIM4YeHHBIM pazmepoM JIII y manmentos ¢ PII.
4, O¢ddextuBHOCTh XUpypruyeckoro geuenus PII cocrasnser 45% B rpymre nep-
BUYHO FOCHUTAIU3UPYEMBIX U 15,8% B rpyIine NOBTOPHO FOCHUTAIN3UPYEMBIX MMAIU-
enToB. Penkuii romo3urotHeiil renotun G/G rs10824026 rena SYNPOZ2L acconumpo-
BaH ¢ pa3BurueM peuuausa OII.
S. JlorucTuyecknii perpeCCHOHHBIN aHAIN3 TOATBEPKAAECT NPEIUKTUBHYIO 3HAUN-
MocTh Hannuusi renotuna G/G rena rs10824026 nns passutus @I, B 6onbiei cre-
TMIeHU JJI €€ MapoKcu3MalibHOU (hopmbl. Hanboree 3HaunMo gaHHasi 3aBUCUMOCTD pe-
au3yeTcs y MalUeHTOK ¢ MTPOBEJAECHHBIM XUPYyprudeckum jeuenrem OI1.
6. Kommbrotepnas nporpamma «llepconuduiiupoBaHHoe TpOrHO3UPOBAHKUE Pa3-
BUTHS GUOPUIUISIIIUN TIPEACEPAUIN - HOBAsI TEXHOJIOTUS TPOTHO3UPOBAHUS BEPOSTHO-
ctu passutus OII.

CreneHb 10CTOBEPHOCTH U anipodanus pe3yjbTATOB HcCaed0BaHusA. Mare-
puaibl AUccepTaiuu Joji0keHbl Ha Poccuiicko-Utanbsackoit kondepennuu B PIICCX
(«Association of polymorphisms of 10 chromosomes with the atrial fibrillation» r. Kpac-
Hosipck, 2017r.), Ha PoccuiickoM HaIlMOHAJIBHOM KOHTrpecce KapanosioroB («OreHka
s dextruBHOCTH PUA y mannentoB ¢ @I B 3aBUCUMOCTH OT UHIUBUAYATBHBIX OCOOEH-

Hoctel reHoTumna. [lepssiii onbiT» T. EkatepunOypr, 2018 r.), Ha Poccuiicko-smoHckoM



MeauuuHckoM cummnosuyMe (1. KpacHosipek, 2018 r.), Ha Beepoccuiickoit kapanoso-
ruueckoil koHgepeniun (r. KpacHosipck, 2019 r.), Ha I MexayHapoaHoM KoHrpecce
«['eneruka u cepaue» («Accouuaruu noaumopdusmos rs10824026 B pasputun Guod-
pwusnun npencepauii» r. Mocksa, 2020 r.), Ha PoccuiickoM HallMOHaJIbHOM KOH-
rpecce kapauoioros («KanmuaatHele reHbl GuOpwuanuu npeacepauin» r. Kazawb,
2020 r.), Ha IX cbe3ne kapauosioroB Cubupckoro denepaipHoro okpyra («I'eHeTnde-
CKHE MPEIUKTOPhI GUOpHUIAIIY mpeacepauii» T. HoBocubupck, 2021).

[To Teme auccepranuu OmyoJIMKOBaHO 5 paboT, U3 HUX 4 - B KypHAJIax, BXOJIS-
mwmx B nepedeHb BAK P®, 1 ony6nukoBana B MmexxayHapoanoit meuatu (Web of Sci-
ence), 1 aBTopckoe IpaBo Ha KOMIBIOTEPHYIO MOEIH porpammbl «Ilepconndurpo-

BaHHOE MIPOTHO3UPOBAHUE PA3BUTHUS (PUOPUILIALIMY PEICEP UL,

Crpykrypa u 00beM auccepraumu. /uccepranus usnoxeHa Ha 169 crpanu-
nax, wuroctpupoada 10 pucynkamu u 97 tabnunamu. OHa COCTOUT U3 BBEACHHUS,
rJiaB: 0030pa JIUTepaTyphl, MAaTEPUAIIOB U METOJIOB MCCIIEIOBAHUs, PE3YIbTAaTOB COO-
CTBEHHBIX HCCIICIOBAHUM, 3aKIIOUCHUSI, BHIBOJOB M MPAKTHUUYECKUX PEKOMEHIAIUH.
bubnuorpaduueckuii ykazarens BkitodaeT 155 ncrounnkos: 10 oreuecTBeHHbIX U 145

3apyOEKHBIX.

COILEPXAHUE PABOTHBI
MarepuaJjibl 1 MeTObI HccJienoBaHuss. OCHOBHas rpyIina HalIero UccieaoBa-
Hust coctaBmia 224 nanuenta ¢ OII. U3 224 namuentoB y 139 (62,05%) nanueHToB
Obla BBITIOJTHEHA KaTeTepHas abnanus. Y 37 manueHToB ¢ MPOBEJICHHBIM OTEPATHB-
HBIM BMeIaTeabcTBOM U3 139 (26,61%) BepudunrpoBana nepBuyHas (M30JUpOBaH-
Hasg ¢opma) OII, 102 mauuenta u3 3Toi moarpymnmsl (45,54%) uMenn BTOPUYHYIO
dbopmy @I YV 82 manmentos ¢ @I, koTopsIM HE MPOBOAUIIOCH OTIEPATHBHOE BMEIIIa-
TeNbCTBO, U3 224 (36,6%) nuarnoctupoBana BropuuHas ¢popma @I, y 3 manueHTos ¢
®IT (1,33%), KOTOPBIM HE MPOBOMIOCH ONIEPATUBHOE BMEMIATEIBCTBO, THATHOCTUPO-
BaHa nepBuyHas popma DOII.
OcHoBHas rpynna Haiiero ucciegoBanus — nauueHtsl ¢ GII, npoxoasiue cra-
[MOHAPHOE JICYCHHWE B JIBYX KPYMHBIX JIEUEOHBIX yupexaeHusx r. KpacHosipcka:

OI'BY «Denepanbubiii LleHTp cepaedno — cocyauctoi xupyprum» (139 nanueHToB)
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u B kapauosiornyeckux otaeneHussx KI'bY3 KMKB Ne20 um U.C. bepzona (85 nanu-
eHToB). KnnHuueckuii ocMOTp M J1a0OpaTOPHO — MHCTPYMEHTAJIBHBIE MCCIIEIOBAHUS
OCYILIECTBJISUIUCH B CTAlIMOHAPE KaK JI0, TaK M IMOCJE ONEPAaTUBHOTO BMEIIATEIbCTBA.
JluHamudeckoe HaOII0ICHHE 32 MallMeHTaMu MPOBOAMINCE yepe3 1, 6 u 12 mecsues.

Kpumepuu exnouenus nayuenmos 8 ucciedoganue: LA MYKCKOTO U KEH-
CKOT0 M0JIa; MAIMEHTHI C MOATBEPKACHHBIM TrarHo3oM PII cornacHo pexkomeHannu
PKO, EKO (no nanaeim OKI' — HeperynsapHbie uHTepBaibl RR, Hanmnuue F- BosHBL,
oTcyTcTBUE 3y0O110B P); Hamuuue y oOciieryeMoro BIEpPBbIE BBIABICHHOW/TTAPOKCU3-
MaJIbHON/IEPCUCTUPYIOUIEH /ITMTEIBHO MEPCUCTUPYIOLIEN WM MTOCTOSIHHOW (hOPMBI
®II; npoxxuBanue odcnenyemoro B I. KpacHosipcke win Boctounocubupckom dene-
paTbHOM OKpYT€; MPUHAIICKHOCTh K €BPONEHCKON MOMYJIAINU; JOOPOBOJIBbHOE WH-
(hopMHpPOBaHHOE COTJIacKEe Ha UCCIIEA0BAHKE, B TOM YUCJIE TPOBEICHHUE MOJIEKYJISIPHO-
TE€HETUYECKOr0 UCCIEAOBAHUS.

Kpumepuu uckntouenus nayuenmos u3z ucciedoganus: Hanuuue y oOciemye-
Moro ®II, accoruupoBaHHOM ¢ KJIamaHHOM MaTOJIOTUEl; O0JbHBIE C HEYTOUYHEHHBIM
muarnozoM HPC; npokuBanme BHe BocrounocmbGupckoro ¢enepalbHOTO OKpYra;
MPUHAAJIEKHOCTh MAllMEHTa K UHBIM pacaM; HECIOCOOHOCTh OOCIEAyEeMOro BBINOJ-
HUTH HEOOXOAMMBIC YCIIOBHUSI; OTKAa3 OT Y4acTHs B UCCIICIOBAHUU.

Jl71st cpaBHEHHS TOTUMOP(PU3MOB N3YdaeMbIX T€HOB B rpyrne nmanueHToB ¢ OI1
(OCHOBHas rpymnma UCCIAEIOBaHUSI) U B TPYIIE MAlMeHTOB 0€3 JaHHOW MaTOJOTUU
(KOHTpOJIBHAS TPYIINA UCCIeA0BaHus ), Ha ocHOBe norosopa ¢ HUU Tepanuu u npo-
dunaktuyeckon meauimubl — ¢unuana Ulul" CO PAH, 6sa copMupoBana KoH-
TPOJIbHAS TPYIINA HALIEro UCCIAEAOBaHMs MyTeM aHaIn3a U 0T00pa YacTu JaHHBIX Ma-
nueHToB MexayHapogHoro mpoekta HAPPIE (Health, Alcohol and Psychological
factors In Eastern Europe), koTopblii poBOAMIICS Ha 0a3¢ MOMYJISILIMOHHON BHIOOPKH
xuteneit Kuposckoro n OkrsaOprsckoro paitonoB r. HoBocubupcka.

OcHoBHas rpymmna coctaBuia 224 nauueHta (cpegHuit Bospact 61,47 + 10,62
net) u Bkatouana 111 myxuuH (cpeanuii Bozpact 58,18 + 10,16 ner), u 113 xeHuuH
(cpennuit Bozpact 64,70 + 10,09 ner), 49,6% u 50,4% cootrBeTcTBEeHHO. JIMila KOH-

TPOJBHOMU rpyIbl cocTaBuiM 171 uenoBek (cpeauuii Bo3pact 56,00 + 8,27 net), cpeau



KOTOpBIX 88 My4uH (cpemanuii Bo3pacT 54,00 + 9,40 ner), -51,5% wu 83 keHIIUHBI
(cpennwuii Bo3zpact 59,00 £ 5,98 ner) 48,5%.

[TanieHThI C MPOBEICHHBIM ONEPATUBHBIM JICYEHUEM ObLIM paclpesiesieHbl Ha
CIEAYIONINE MOATPYIIbI B 3aBUCUMOCTH OT BUJa ONEPATUBHOIO BMEIIATEILCTBA: Ka-
TeTepHas paarovyacToTHas abmamus Obl1a mpoeAcHa y 110 nanuenToB - 79,2%:; kare-
TepHasi Kpuoabiuanus y 29 nanueHToB, 4To cooTBeTcTBOBaO 20,8%.

Pacnipenenenne Ha MOATPYIITBI COTIACHO STUOJIOTHH 3a00JIEBaHUSI BBITIISACIIO
CJIeYIOUM 00pa3oM: B MEPBYIO MOATPYIITY BOIUIM MAIMEHTHl C W30JIMPOBAHHOM
(mepBuuHoit) DIT (40 uenoBek — 17,8%); Bo BTOpPO MOATPYIIE MAIIMEHTHI C BTOPUY-
noit ®II (184 yenoseka -82,2%);

Bcewm naruenTam, y4acTBYIOIIUM B UCCIEA0OBaHUH, ObLIO IPOBEICHO KIMHUKO-
MHCTpYMEHTAJIbHOE U JJabopaTtopHoe oOcnenoBanue Ha 6aze KI'BY3 KMKB Ne 20 um.
. C. bepsona r. Kpacnosipcka u Ha 6aze ®I'BY ®IICCX r. KpacHosipcka. Moieky-
JISIPHO-TEHETUYECKOE MCCIIEIOBAaHUE TTPOBOIUIOCH Ha 0a3e reHEeTHYEeCKOoM J1aboparo-
puu HUU Tepanuu u npodunakruueckoid Mmenuuunsl — punnana PI'BHY «Denepans-
HBIN HccieoBaTeNbeKuit IeHTp MHCTUTYT nuTOo0THY U reHeTuku CUOMpCKOro oT/e-
nenus Poccuiickon akagemun Hayk», a Takke B HUW monexkynsspHO MEIUUMHBI U
naroonoxumuu Ha 6aze KpacI'MYV (ta6m. 1).

Tabnuua 1. - MeTonbl AMarHOCTUKYA B OCHOBHOM TPYIINE MallMEHTOB

[Tatinents! ¢ onepatuBHbIM | [lanueHTs 6€3 omepaTuB-
Bu ncciieroBanms aeuenuem (N=139) Horo jeuenus (N=85)
abc. nois, % abc. nois, %
OKI' 139 100,0 85 100,0
Ox0KC 139 100,0 85 100,0
KAT 139 100,0 44 51,7
BoOM 83 59,7 17 20,0
XM-DKT 83 59,7 17 20,0
UIlIloxo 139 100,0 2 2,3
Pentrenockornus xe- 3 21 8 9.4
TyaKa
PCHTFGHOFpagl)I/I}I opra- 139 1000 85 100,0
HOB IPYJIHOM KJIETKHU

10



Hccnenoanune onobpeno Dtuyeckum komutrerom OPI'BOY BO «Kpacnosip-
CKOTO TOCYJIapCTBEHHOT'O METUIIMHCKOTO YHUBepcuTeTe M. rpod. B.d. Boiino-fce-
HEelKoro» MuHucTepcTBa 3/paBoOXpaHeHust poccuiickoil denepaunuu (IIPOTOKOI
Ne86/2018 ot 08.11.2018 1).

IIpy npoBeneHMHM CTATHCTHYECKOTO aHAIM3a IIOJYYEHHOIO MaTepuaia, Ui
OIIpe/ieNICHUs] IPOTHOCTUYECKON poJid reHeTHdeckux (gaxtopoB B pazsutuu OII u ee
(b opM, UCTTIOJIB30BAJICS METO/T IOTUCTUYECKOTO PErPECCHOHHOTO aHaAIN3a, TUTIOBOH I0-
PSOK MPOBEJIEHUS! CTATUCTUYECKUX MPOLEAYP, IPU 3TOM CIOCOOBI CTATUCTUYECKOM
00pabOTKM OBUIM MCIIOIB30BAHBI B COOTBETCTBUM C XapaKTE€POM YUETHBIX IPU3HAKOB
1 yucia rpynn cpaBHenus [Adudu A., 1982; Bacunbsera JI. A., 1989; )KuotoBckuii
JI. A., 1991; Boposuxkos B. I1., 2001; Bland J. M., Altman D.G., 2000].

[Toka3zaTenb KpUTUYECKOTO YPOBHS 3HAUUMOCTH (p) MpU IPOBEIECHUH ITPOBEPKU
CTaTUCTUYECKUX TUIIOTE3 B JaHHOU pabore ob6o3Hauancs paBHbM 0,05. Cratuctuue-
ckasi 00paboTka MaTepuasa MpOBOJWIACH C IPUMEHEHHEM HaOopa MPUKIIaIHBIX MPO-
rpamm «Statistica for Windows 7.0», «Excel» u «SPSS 22.0».

B kauecTBe OTKIJIMKa paccMaTpuBajIiCh OMHApHbIE IepeMeHHbIe, T1e 0 — oTCyT-
ctBue PII (mpuHAAIEKHOCTh K KOHTPOJIBHOM rpymmne 310poBbiX), | — Hanuuue DII
(nn ee oTAENBHBIX (POPM U BAPUAHTOB).

Mosienb TOTUCTUYECKON perpeccuy OMUChIBAET 3aBUCUMOCTD Jlorapu@ma 1maHca
HACTYIUICHHSI IPOTHO3UPYEMOTO COOBITHS OT IMHEHHOM KOMOUHALIMK (PaKTOPHBIX Ie-

PEMEHHBIX:

1
P = e (-0686+1,6980)

rae,

P — BEpPOSITHOCTh ITPOTHO3UPYEMOT'O COOBITHS,

€ — OCHOBaHUE HaTypaJIbHOTO Jiorapudma 2,72,

b0 —xoHcranTa Mmonenu,

bn — ko3¢ duULMEHT MPpHU MPEIUKTOPE XN, MOKA3BIBAIOMINN U3MCHEHHE JIOTaprupMuIe-
CKHX ILIaHCOB, BBI3BAHHOE €IMHUYHBIM U3MEHEHUEM HE3aBUCUMOMN NEPEMEHHOM,

N — NOPSIAKOBBI HOMEDP NPEAUKTOPA, BKIIFOUEHHOTO B YDABHEHHUE.
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[IpoBepka cTaTUCTUYECKON 3HAUMMOCTU MOJENH OCYIIECTBISIACH TP TOMOITU
kputepus x2 Banpaa. [Ipu 3nauenun p<0,05, HyneBas runoreza o0 OTCYTCTBUU CTa-
TUCTUYECKOM 3HAUMMOCTH Mojienu oTBepranach [Pedposa O.1O., 2002].

WNuTepniperaiivsi mapamMeTpoB JOTMCTUYECKON perpeccuu MpOU3BOAMIACh HA OC-
HOBe Tnokazaresst oTHolieHus maHcoB (OR — odds ratio). [Ipu nonoxxurenbHoM Koddhdu-
enTe b, 3Hayenne OR npeBbiaeT 1, 4To yka3bIBaeT HA MOBBILICHUE IAHCOB HACTYII-
JICHUS IPOTHO3UpYeMOro coobITus. Ecim koadduiment b sBisercs otpunarensasiM, OR
MIPUHUMAET 3HAYEHHE MEHbBIIE |, YTO yKa3bIBAE€T HA CHUKEHUE IIAHCOB HACTYILJICHUS
MIPOTHO3UPYEMOTO COOBITHSI. 3HAYEHUE OTHOIICHUS IIAHCOB CUMUTAIM CTATUCTUYECKU
3HAYUMBIMH, €CITU B €10 95% MOBEPUTENBHBIN HHTEPBAI HE MTONafana eauanna [ Pokuir-
kuii [1. ®@., 1974; Kuorosckuii JI. A., 1984; Xaiipymmun P. X., 1988].

PE3YJIBTATBI UCCJIIEJOBAHUSA U UX OBCYXKJIEHUE
Kiman4yeckne 0C00eHHOCTH NMALMEHTOB ¢ MepBU4YHOIl U BTopu4Hoil @II. B xone
MCCIeI0BaHusl Oblia Mpou3BeIeHa OlleHKa KiInHuYeckux cumnromoB ®DII o kimaccu-
¢ukanuu European Heart Rhythm Association (EHRA — Eepomneiickas acconmanus
cepaecudoro purma). Cpenu nanueHToB ¢ nepBuuHoi PII crarucTudeckn 3HAYMMO
yarie npeoonanain I knace onenku Tsoxkectu cuMntoMoB DIT no mkane EHRA— «ner
CUMIITOMOBY, 4TO cocTaBmiio 47,5%. Cpenu naireHToB ¢ BropuuHoit hopmoii DII cra-
TUCTUYECKU 3HAaUMMO yvaie peructpupoBaiics Il knace - «BbIpaxeHHass CUMITOMA-
tuka» (32,6%) (tabn.2)

Ta6muma 2. - Onenka KIMHHYECKUX CUMITOMOB 110 1mkajie EHRA y nmanmenToB

¢ nepBuyHOI 1 BTopuuHor PII, He 3aBUCHMO OT ee PopmbI

HManuentsl ¢ [IPII (n=40) | Iauuentsl ¢ BOII (n=184)
Kaacc EHRA abc. % abc. % P
[ 19 47,5 49 26,6 0,017
] 18 45 57 30,9 0,09
Il 3 7,5 60 32,6 0,04
v 0 0,0 18 9,8 0,128

HonyquHHe JaHHBIC CBUJCTCIILCTBYIOT O TOM, YTO HAJIUYIUC COHYTCTBYIOIHeﬁ
MMaTOJIOTUH YTAXKCIIACT KIMHUYCCKUC ITPOABICHUA ®II.
[TarmuenTam ¢ Pa3iin9YHbIMU (I)OpMaMI/I OdII IMPOBCACHA aHAJIOTHUYHAasd OICHKA KJI1-

HUYECKUX CUMIITOMOB HapyIlIeHUs pUTMa 1o MoauduiupoBanHoil mkane EHRA.
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Craructruecku 3Haunmsble pasinuus (p <0,05) noaTBep:KaeHbI A1 NallMEHTOB
¢ @II Ila knacca no mkane EHRA npu cpaBHEeHHH MALIMEHTOB € MAPOKCU3MAIbHON
dhopmoit [1OIT u BOII, To ecth cpenu nmanueHToB ¢ rnepBudHoi popmoit OIT npeobia-
naroT manueHTsI [la kiracca kuHIYIeckux cuMnToMoB 110 Tkaie EHRA (1a6:1.3).

Tabnuna 3. - OueHka KJIMHUYECKUX CUMITOMOB Y MAIlMEHTOB C MEPBUYHOMN U

BropuuyHoi ®II mo monuduimporanHoi mkane EHRA y manmeHToB ¢ mapokcuzmaib-

Hou OII

HHauuenTsl ¢ [IPIL, napokcns- | Ianuentsi ¢ BOII, napokcus-
Kiace MasabHas ¢opma (N=26) MaJsibHas popma (N=75) p
EHRA abc. % abc. %

I 12 46,1 39 52 0,607
Ila 7 27 3 4 0,003
b 6 23 15 20 0,739
i 1 3,9 16 21,3 0,076
\Y/ 0 0 2 2,7 0,706

Htoro 26 100% 75 100%

Craructudecku 3HaunmMbie paznuaus (p <0,05) moaTBep:KACHBI 1JIs MAIUEHTOB
¢ @OII I knacca nmo moaudunupoBannoi mkaie EHRA npu cpaBHEHUHU NAlMEHTOB C
nepcuctupyromeit opmoii T1DIT u BAOII, To ecth cpeau manueHTOB ¢ MEPBUYHON
dhopmoit OII npeobaanaroT marueHTsl | Ki1acca KIMHUYECKUX CHMIITOMOB TI0 IITKajIe

EHRA (Ta6m.4).

Tabnuna 4. - OueHka KIMHUYECKUX CUMITOMOB Y MAIlUEHTOB C MEPBUYHON U
BropuuHoi ®I1 mo moaudunmpoanHoii mkane EHRA y nanueHToB ¢ nepcuctupyo-
et OI1

Hauuentsl ¢ IIPII, nepcuctu- | Ianumenrtst ¢ BOII, nepcucru-
Knace pywomas ¢popma (n=10) pywomas ¢popma (n=51) p
EHRA a0c. % abc. %

I 5 50 6 11,8 0,008
Ila 1 10 9 17,6 0,556
b 2 20 18 35,3 0,354
Il 2 20 14 27,5 0,626
v 0 0 4 7,8 0,652

Htoro 10 100% 51 100%

IIpu o11eHKE KIIMHUYECKUX CUMIITOMOB Y MALIUEHTOB C IEPBUYHON U BTOPUYHOMN
®OI1 no mogudumupoBanHoit mkane EHRA cpenu marueHTOB ¢ IITUTEIBHO TIEPCUCTH-
pytoiel u nocrossHHOU popmoii DI cTaTUCTHYECKU 3HAYUMBIX PA3IUYUi BBISBICHO

He ObLIO.
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Takum 00pa3om, MOTyYEHHBIE JaHHBIE CBUAETEIBCTBYIOT O TOM, YTO MMALIUEHTHI
¢ nepsruyHOoM DI, B 4acTHOCTH, C MAPOKCU3MAIBHON U MEPCUCTUPYIOUIEN (popMamMu
@I, KIMHUYECKN 3HAYUTEIBHO JIET4Ye MEPEHOCAT 3MU30/bl HAPYIIEHUS CEPACUYHOTO
pUTMa, B OTJIMYHE OT MALUEHTOB ¢ BTOpHUHOU popmoit OII.

MoJieKyJISIpHO-TeHETHYECKOe HCCIeA0BaHME NOJIUMOP(QHU3MOB IeHOB
SYNPOZ2L, MYOZ1 y nanueHTOB ¢ (pudpusuisinueii npeacepauii M Jull KOH-
TPOJIbHOM I'PYNIIbI.

[Tpu ananuze yactot reHorunoB u amieneit OHII A/G rena SYNPOZ2L B rpym-
nax nauueHToB ¢ @I 1 I KOHTPOIBHOM IPYIIBI YCTAHOBIIEHO, YTO PEAKHUI TOMO3H-
rotrbii renoTun G/G rera SYNPOZL cratnctryecku 3Ha4MMO mpeodi1agan cpean ma-
rmenToB ¢ OI1 (10,3%) mo cpaBHEHHIO ¢ MAIMEHTaMU KOHTPOJIBHOU rpynmsl — 2,5%
(p- 0,007) - puc.1.

80,00% 75,80%

70,00% 65,70%
& [Tarentsl ¢ ®IT (n=204) "+ Kontpois (n =157)
60,00%
50,00%

40,00%

30,00%

24,00%

21,70%

20,00% p-0,007

10,30%

10,00%
2,50%
SASAS

GIG

0,00%

A/

A/
Pucynox 1. Pacnpenenenue gactot renotunoB OHIIT A/G rena SYNPO2L
cpeau nanueHToB ¢ PII 1 U1 KOHTPOJIBHOW TPYIIIIHI.

[Tpu pazneneHny NayueHToB MO MOy CTATUCTUYECKU 3HAYUMBIE paznuuus (p -
0,001) BeIstBiIeHB! IpH cpaBHeHMH YacTOT reHoTunoB OHIT A/G rena SYNPO2L B moa-
rpynnax nanueHTok ¢ OII u xkeHIH KOHTPOJIBHOM IpyInsl. HacToTra peaKoro romo-
surotHoro reHotuna G/G rema SYNPOZL npeobnanana B rpymie O0JBHBIX KEHITUH

[0 CPABHEHMIO C JIMLIAMH KOHTPOJIbHOW TPYIIIbI, 4TO cocTaBmiio 22,4% B OCHOBHOM
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rpymre npotus 2,4% B rpymme kouTpois (p — 0,001, OII; 95% 11 OIll 0,432
[0,217-0,860], puc.2
80,00% 75,60%

70,00%
’ # [TarmenTsl sxed ¢ OIT u xup. nedennem (N= 64)

60,00% 55,20%

oo
e

 KoHTposib sxeHuunbl (N =82)

50,00%
40,00%

30,00%
22,40% 22,00% 22,40%

PP
A

20,00% n-0.001

10,00%
2,40%

ASSANN
G/G

0,00%

Pucynok 2. Pactipenenenune gactot renorunioB OHIT A/G rera SYNPO2L
cpeau sxeHIH ¢ OI1 1 npoBeIeHHBIM XUP. JIEUEHUEM U JIUL] KOHTPOJIBHOU IPyIIIIbI

B moarpynme myxumH npu cpaBHeHuu 4actoT reHorunoB OHIT A/G rena
SYNPOZL cpenu mysxuun ¢ ®OII 1 nu1y KOHTPOITHHON TPyl CTATUCTHYECKHA 3HAYH-
MBIX Pa3JIMYUi MOTy4eHO He ObLIO.

[Ipy nmpoBeneHMH  MOJEKYJISApHO-TeHETMYECKOro  uccaenoBanus  OHII
(rs3740293) A/C rena MYOZ1 craTHCTHYECKH 3HAUUMBIX PE3yJIbTaTOB MPEOOIa aHus
4acTOT '€HOTUIIOB U ajuiesiell He ObLIO BBISBJIEHO HU B OJJHOM M3 00CIeAyEeMBbIX TPYIII
MalKEHTOB.

MoJiekyasipHO-TeHETHYEeCKOe HCCIeJ0BaHue OJIUMOP(H3MOB reHOB
SYNPO2L, MYOZ1 y nanueHTOB ¢ pudpuiisinueii npeacepauii v i KOH-
TPOJIbLHOM IPyNnbI NP oueHke pasmepa JIII.

[Tpu cpaBHeHnn yactot reHotumnoB u ayuteneir OHIT A/G rena SYNPO2L B on-
rpynmnax rnaiveHToB ¢ PaCIIUPEHHBIM U HOPMAJIBHBIM Pa3MepaMu JIEBOTO MpeCcepans
YCTaHOBJICHO, YTO roMO3UroTHbIN reHotun G/G no peaxomy amteno OHIT A/G rena
SYNPOZ2L cratuctryecku 3Ha4MMO yale npeodaagaeT B IPYIINE MalMeHTOB C pacIiu-
pennbiM JIIT mo cpaBHEeHMIO ¢ ManMeHTaMHu ¢ HOpMalibHbIMU pa3zmepamu JIIT (17,5%

npotus 4,8%, p-0,04) - puc.3.
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Taxum 06pazom, HocuTeNbCTBO roMo3uroTHoro renotuna G/G rs10824026 rena

SYNPOZL accomnuupoBaHo ¢ yBenudeHHbIM pa3mepom JIII y marmenTos ¢ OI1.

70,00%
60,00% 58,20% 23/'50% # [TarenTsl ¢ pacumpernasiv JIIT (n=177)
50.00% % % [Tanments! ¢ HopManbHbIM JIIT (N = 42)
40,00% % 35,70%
7

30,00% % //
20,00% % % 0%  p-0,04
10,00% % % 4,80%

0.00% K7 | 7 V7

A/A A/G GIG

Pucynok 3. UactoTa BcTpedaemMocTu reHoTuroB noaumopusma rs10824026
xpomocoMbl 10022 y nanuenToB ¢ pacmuperHsiM JIIT u ¢ HopmanbabiM JIIT.
¢ PeKTUBHOCTH XUPYPIrU4€CKOro JedeHusi GuOpUIIAIMA Npecepauil y JTui
OCHOBHOM Ipynbl

s npoBenenust xupyprudeckoro jedeHus: @I rocnuranusuposano 139 nanu-
enToB. M3 Hux 120 namuentos (83,6%) rocnuTanu3upoBaHbl BIIepBhie, a 19 yenoBek
(13,7%) mocTynwin ISl XMPYypPrHYECKOro BMEIIATeNIbCTBA MOBTOPHO. [Ipu mposee-
HUU MOJIEKYJISIpHO-TeHeTH4eckoro uccienaoanus s10824026 rena SYNPOZ2L B nan-
HOI1 rpyIiNe NalMeHTOB ONPEACIICHbI CIEAYIONINe FeHOTUIIbL: TeHoTUI A/A — 79 yeno-
Bek — 56,8%; renotun A/G — 34 yenoseka -24,5%; renotun G/G — 26 yenosek -18,7
%. 3 HUX, y TAIIMEHTOB, KOTOPHIC OBLIIM TOCITUTATN3UPOBAHBI BIICPBBIC, YACTOTHI T'e-
HOTHUIIOB pacCIpee/IINCh CIeaylonuM olOpa3oM: reHotun A/A — 73 denoBeka -
60,8%; renotnn A/G — 27 yenoBek -22,5%; renornn G/G — 20 namuenTos -16,7%.
Cpenu MOBTOPHO TOCHUTAIM3UPYEMBIX /ISl OTIEPaTUBHOTO BMEIIATEILCTBA MAIUEHTOB
BepU(DUIIMPOBAHBI CJICTYIOIINE YaCTOThl TEHOTUIIOB- TeHOTHI A/A ObLT BepuuIpo-
BaH y 6 denoBek -31,6%; renotun A/G — y 7 yenoBek -36,8%; renorun G/G — y 6

yenoBek -31,6%. BrimeykasanHble JaHHbBIE TTPEACTaBICHbI B Ta0IUIIE 5.

16



Tabmuma 5. - Pacmpenenenme uwactoT reHoturnoB noimMmopdmsma A/G reHa

SYNPO2L cpeau 60mpHBIX C DIT 11 yacTOTON TOCTIATATM3ANAN

. [lepBuunas roc- | IloBTopHas roc-
[TonmumopdHbIi anensb-
o Bcero NUTAJIN3aLMs OUTAIN3AIUS
HbII BapUaHT G, % 16c. %
AlA 79 73 60,8 6 31,6
AlG 34 27 22,5 7 36,8
G/G 26 20 16,7 6 31,6
Hroro 139 120 19

Cpenn 139 manueHTOB C IPOBEAEHHBIM ONEPATUBHBIM JICYEHUEM Y 82 YENOBEK
(60%) B TeueHHe MEPBOro Toj1a mocje Xupyprudeckoro pmemareabcrsa (PHA/ KKA)
ObL1 nuarHoctupoBaH peuuiuB PI1. KonnyecTBo nMaleHToB ¢ COXpaHEHHBIM CHHYCO-
BbIM PUTMOM B TeUEHHE rojia HaOroaeHus - 57 uenonek (40%). DphekTHBHOCTH XU-
PYPTrAYECKOr0 JEYEHUs MMAIMEHTOB U3 OCHOBHOM rpymnmbl coctaBuna 40%. Peruaus
®I1 y nanueHToB, KOTOPbIE OBLIM TOCIUTAIM3UPOBAHBI BIIEPBHIE, 33IOKYMEHTUPOBAH
y 66 u3 120 yenoBek, 4To coctaBisieT 55%. DPhHEeKTUBHOCTh OMIEPATUBHOTO JICUCHUS
45%. Perunus @Il y nanmeHTOB, KOTOpPBIE OBUIM TOCIUTAIM3UPOBAHBI TOBTOPHO, 3a-
¢bukcupoBat y 16 u3 19 uenorek (84,2%). DPHeKTHBHOCTH ONMEPATUBHOTO JICUCHUS -
15,8%.

Cnycrs 1 rog nocie npoBeIeHHOro Xxupyprudeckoro yieueHus @I y manueHToB ¢
permauBoM DI (N=82) pacnpocTpaHeHHBI TOMO3UTOTHBIN TeHOTUTT A/A Bepuduim-
poBaH y 39 ugenoBek- 47,5%, rerepo3uroTHsiii renoturt A/G y 23 genosek -28,1%, ro-
MO3HUTOTHBIN TeHoTHuI 1o peakomy amiento G/G - y 20 genosek -24,4%. Cpeau namu-
€HTOB C COXPAHMBILKMCS CHHYCOBBIM PUTMOM CITYCTS T'OJT IIOCJI€ XUPYPIHUECKOTO Jie-
yenust OI1 (n=57) Obum ompeneneHsl cienyronme reHOTHrbl rS10824026 reHa
SYNPOZ2L — renotun A/A y 40 genoek -70,2%, renotun A/G —y 11 -19,3%, renotun

G/G - y 6 yenosek -10,5%. HarnmsaaHo pe3ynbraThl peacTaBieHbl B Ta0uIE 6.
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Tabmuma 6. - Pacnpenenenne 4acToT TeHOTUIIOB moiumopdusma A/G reHa
SYNPOZ2L cpean GonbHbIX ¢ peruauBoM PII B TedeHue rojaa mocie mpoBEIESHHOTO

XUPYPIrU4CCKOTo JICUHCHUA U ITAIUCHTOB ¢ CHHYCOBBIM PUTMOM

[Tatmentsl ¢ pe- | IlamueHTsl ¢ cu- p
oM OI1 HYCOBBIM PUTMOM
[TonuMophHEIA an- (n=82) (n=57)
JICTTbHBIN BapUAHT Bcero a0c. % a0c. %
AlA 79 39 47,5 40 70,2 0,794
A/G 34 23 28,1 11 19,3 0,240
G/IG 26 20 24,4 6 10,5 0,047
Hroro 139 82 57

BrIsSIBIEHO CTaTUCTUYECKH 3HAUYMMOE MpeodsiagjaHue TOMO3UTOTHOTO T€HOTHUIIA
G/G rena SYNPO2L B rpymnme nanueHToB ¢ penuanBoM PIT mo cpaBHEHHUIO ¢ TPYIITON
MAIMEHTOB C CHHYCOBBIM PHUTMOM CITYCTS TOJI TIociie onepaTtuBHOTO jedenus PII, ato
CBUJICTEIBCTBYET O MPEAPACIIONOKEHHOCTH MAIUEHTOB C TOMO3UTOTHBIM F€HOTUIIOM
G/G 110824026 rena SYNPO2L x moBtopHOMyY pertuauBy PII mocie ouepeaHOro
OTIEPAaTUBHOTO JICYCHHS M K HEYCTOHYMBOMY CHHYCOBOMY PUTMY.

MHo:xecTBEeHHAs1 JIOTUCTHYECKAS] perpeccusi B NPOrHO3MPOBAHUU Pa3BU-
TUA QUOPUIIIALMHU NIPeAcepaui

[Tpu mpoBeAeHNN JTOTUCTUYECKOTO PErpPECCHOHHOTO aHaIM3a Ha TIEPBOM dTare
MIPOBOJIMJIN OIICHKY 3HAYMMOCTH TPEANOJaraéMblX T€HETHUYECKUX MPEIUKTOPOB JJIs
Bcex ciyyaeB @OIT (tabmuna 7).

Ta6numa 7. - CBoHbIE JaHHBIE IO JIOTUCTHUYECKOW perpecCHOHHON MOJIEIN MTPOTHO-
supoBanust OII B o6mIeit rpyrine naueHToB

(b) Koad.| Crann. 9
Hpezaicroper Perpeccun | ommbka X P OR
[Ton 0,264 0,228 1,340 | 0,247 | 1,302

rs10824026 (romosurora G/G) 1,120 0,609 | 3,378 | 0,066 | 3,065

rs10824026 (romo3urora A/A) | -0,424 0,295 2,068 | 0,150 | 0,654

1rs3740293 (romozurora A/A) 0,241 0,301 0,644 | 0,422 | 1,273

Koncranra 0,178 0,302 0,346 | 0,556 | 1,195
rs10824026 (romo3urora G/G) 1,269 0,567 5004 | 0,025 | 3,559
Koucranra 0,178 0,115 2,384 | 0,123 | 1,194
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Craructuuecku 3Ha9numMast (x°=9,559; p=0,049) ogropakTopHas perpecCHOHHAas
MOJIETIb C MOIIArOBBIM BKJIIOUEHHUEM €TUHCTBEHHOTO MPEANKTOPA JEMOHCTPHUPYET 3HA-
qrMoe yBennueHue mancoB pazutus OI1 npu Hanmmumu y nanuenTa reHorumna G/G
reHa 1s10824026 1o cpaBHEHUIO C IPYTUMU aJuieabHbIMU Bapuantamu (A/A u A/G).

[Tpu paznenenuu namnuentoB ¢ OII Ha moArpynmbl B 3aBUCUMOCTH OT TEYCHHUS
3abosneBanus U ero ¢popmsl (epBudHas wim Bropuunas ®I1), npu npoBeaeHun oru-
CTHUYECKOTO PErpecCHOHHOTO aHaIM3a, YCTAHOBJICHO, YTO CTATUCTUYECKH 3HAYUMOE
BJIMSIHAE HA Pa3BUTHE MapoKcu3MaibHOU (popmbl DI mokasano TONbKO HAIU4YWE Te-
Hotumna G/G rena rs10824026 (p=0,019).

Pe3ynbTathl perpeccHOHHOTO aHaIn3a MPEIUKTOPOB IS TAPOKCU3MAaIBHOTO Te-
yenust @I npencrapnensl B Tabmauie 8.

Tabmuma 8. - CBoiHBIE JaHHBIC TIO JIOTHCTHYECKOW PErPECCHOHHON MOCIIH MPOTHO-
3UPOBAHMS MAPOKCU3MAIBHOTO TeueHuss DI

(b) Koad.| Crann. )

Hpeuicroper Perpeccun | ommbka X P OR

ITon 0,145 0,289 | 0,252 | 0,616 | 1,156

rs10824026 (romozurora G/G) 1,549 0,662 | 5,476 | 0,019 4,708

rs10824026 (romosurora A/A) | -0,376 0,350 | 1,151 | 0,283 0,687

1s3740293 (romosurora A/A) 0,277 0,362 | 0,583 | 0,445 1,319

Koncranra -0,691 0,391 | 3,120 | 0,077 0,501
rs10824026 (romozurora G/G) 1,698 0,602 | 7,952 | 0,005 5,461
Koucranra -0,686 0,147 |21,907 | <0,001 | 0,504

OnnodakTopHasi perpecCMOHHasi MOJENb SIBISETCS CTAaTUCTUYECKH 3HAUYUMOMU
(¢*=9,223; p=0,002). CornacHo eii, npucyTcTBue y maumenTa renotuna G/G rena
rs10824026 yBenmuumBaeT MIAHCHI Pa3BUTUSA Mapokcu3MaibHOU (opmber DI
(OR=5,461; 11 95% 0,687-0,769).

KosddunpmenT nerepmunanmu ganaoi moaenu (R>=0,055) 1aet cTaTHCTHYECKH
3HAYUMOE OOBSCHEHUE MPUCYTCTBUEM B TeHOTHUIIE aiuiensi G BEpOSITHOCTH Pa3BUTHUS
napokcuzMasibHon DI1 Ha 5,5%. [1pu aTom Moziens umeet crienupuaHocTh 93,2% st
MpeJCKa3aHus OTCYTCTBUS MapoKCcU3MalIbHOTO TeueHust PII, u ¢ YyBCTBUTEIBHOCTHIO

13,6% mpenckasbiBaeT €ro HAIMYKE.
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Komnbrorepnas Moaeas nporpammsl «IlepconnduumpoBanHoe nNporHo3u-

poBaHue pasBUTH GUOPHILIALUY PEACEePIAHID

[Tpu akTMBaLMu MPOrpaMMBbl IOJIB30BATEIO OTKPBIBAETCA (opMa BBOJA JaH-
HBIX, B KOTOPYIO BHOCSITCS] TACIIOPTHBIE U MEAULIMHCKUE JTAHHBIE NALMEHTa, BKJIIOYa-
IolIME B ce0s1 JaHHbIE aHaMHE3a, 00ILEro 0CMOTPa, KIMHUYECKUX, UHCTPYMEHTAJIbHBIX
U MOJIEKYJISIPHO-TEHETHYECKUX MCCIIEIOBAaHUM, CBeAeHUs O JuuTenbHocTH DI, naH-
HbIE O NMPOBOJIUMON aHTHAPUTMHUYECKOW Tepanuu, nokazareau IXoKC, BhISIBICHHBIN
OpU  MOJIEKYJIIPHO-T€HETUYECKOM  HMCCIIEJOBAaHMM  TE€HOTHUIl  MOJIMMOpPHU3Ma
rs10824026 xpomocomsr 10022, a Takke cBeIeHUs O MIPOBEICHHBIX PAHEE ONEPATHB-
HoM JieueHuu OII. Mcxond u3 BBEIEHHBIX JAHHBIX, PACCUUTHIBAETCA IPOTHO3UPYEMast
s pexkTuBHOCTD abnanuu. Takum 00pazom, Bpau MOKET pacCUUTATh MTPEAII0IaraeMyo
3¢ (PEeKTUBHOCTH a0JIallMK KaK OTAEJIBHOIO MAalMEHTa, TaK U MPOBOJUTH CTaTUCTUYE-
CKHMIl aHAJIM3 B ONPEIECIECHHBIX I'PyNnax MMAalUeHTOB, YTO MO3BOJIUT IIPOTHO3UPOBATH
nenecooOpa3HocTh npoBeneHuss KA win onpenenuts Haudydllnid MeTon alnauuu
MEPCOHU(PUIIMPOBAHO JJIsI KAXKIOTO MallUEHTA.

[Tporunozupyemas 3¢¢heKTUBHOCTH abjaluy 1Mo CyMMe HaOpaHHBIX OAJLIOB:

0-7 6annoB - HU3KUW PUCK PEIUINBA;

8-14 6aioB - cpegHUI PUCK PEIIU/INBA;

15- 20 6a1oB - BEICOKHM PUCK PAa3BUTHUS PEIIHUJIMBA [TOCIIE ONIEPATUBHOTO BMEIIATEIb-
CTBA.

Amnpobanus KoMnbroTepHO# nporpammsl «llepconndumpoBaHHoe MPOTrHO3U-
poBaHuE pa3BUTHS GUOPMILIALIMK TTpeacepaui» Oblia mpoBeaeHa Ha 0a3e KapIuoJio-
rudyeckux oraesieHnii KMKDB Ne20, a Takke peTpoCEKTHBHO HA OCHOBHOM I'pyIIIE Na-
neHToB ¢ DII, BKIIFOYEHHBIX B UCCIIEA0BaHUE.

Pe3ynbTaThl anpobaiuu mporpamMmmsbl MPEACTaBICHbI B BUJE UYBCTBUTEIBHOCTH,
CHELU(PUIHOCTH U TOYHOCTU METO/IA.

1. YyBctBuTenpHOCTh - 0,932 95% JIN 0,849-0,970
2. Cneuuduunocts - 0,950 95% AU 0,835-0,986
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BbBIBO/1bI

1. ITarmenTsl ¢ nepBruyHOi @I xapakrepusyrorcs 6oJiee ierkuM teuenrem DI,
I u ITa knacc ouenku cumntoMoB PII no mkane EHRA. ITanuents ¢ BropruHoit I
XapaKTepU3yroTcs Oosee BbIpaXeHHOW kimHu4Yeckod cumnroMaruko @II, 11T kimace
oneHKku cuMnToMoB 110 mkaine EHRA.

2. BrisiBsieHa acconuanusi peaKoro roMo3urotHoro resoruna rs10824026 rena
SYNPOZL c pa3zsutuem ®@II B rpynmne nanuentoB ¢ OII mo cpaBHEHUIO € IULIAMU KOH-
TpoJsibHOM rpytisl (10,3% B OCHOBHOM rpytiie npoTuB 2,5% B rpymmne KOHTpoJs, (p-
0,007). IIpu pacnpeneneHuy NAMEHTOB 0 MOJIOBOMY IPU3HAKY BBISABJICHA acCOLMA-
1Y JAaHHOTO T€HOTHUIIA Y JIUI KeHCKoro mnona (22,4% B OCHOBHOW rpyIile NpOTUB
2,4% B rpynmne koutpos, p — 0,001).

3. l'omozurotHsni renotun G/G rs10824026 rena SYNPOZ2L accomuupoBad
yBenudeHHbIM pazMepoM JIIT y nanuenTos ¢ ®PII o cpaBHEHHUIO ¢ TAMEHTaMU C HOP-
manbHbIMU pazmepamu JIIT (17,5% npotus 4,8%, p-0,04).

4. Cpeayn nepBUYHO TOCHUTAIM3UPYEMbIX MALMEHTOB 3(PPEKTUBHOCTH Olepa-
TUBHOT'O BMemaTenbcTBa — 45%, cpenu moBTOPHO rocnuTau3upyeMsix — 15,8%. [o-
Ka3zaHa acconuanus peakoro romosurotHoro reHotuna G/G rs10824026 rena
SYNPOZ2L ¢ pazButuem peuuausa ®II mocie onepaTUBHOTO JICUSHUS B TPYIINE MaIlu-
€HTOB IIOBTOPHO FOCIUTAIIM3UPYEMBIX 10 CPABHEHHUIO C IMALIMEHTAMU, TOCITUTAIU3HPO-
BaHHBIMU BIiepBbIe (24,4% B rpyrmme noBTOPHO rocnutanu3nupyemsix npotus 10,5% B
rpyIie NePBUYHO roCIUTaIUu3npyemsix), (p- 0,047).

5. Cratuctuyecku 3Haunmast (12=9,559; p=0,049) onnodakropHas perpeccuoH-
Hasi MOJIEJIb C MOILIArOBbIM BKJIIFOYEHHEM €IMHCTBEHHOT'O MPEAUKTOPA JEMOHCTPUPYET
3HAYMMOE yBeIn4YeHue maHcoB pa3putus OI1 npu Hanmuny y narnuenTa renotuna G/G
reHa rs10824026 no cpaBHEHUIO C IPYTrUMU ajljiebHBIMU BapuanTtamu (A/A u A/G).
[Tpu BKIIIOYEHHH BCEX MPEIUKTOPOB B MHOTO(GAKTOPHBIN aHAN3 CTATUCTUYECKU 3HA-

YUMO€ BIUSHUE HA pa3BUTHE Mapokcu3MaibHOU hopmbl DI mokaszano TONbKO HaAJH-

gyue reHotuna G/G rena rs10824026 (p=0,019).
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6. Pa3paborana u anpoOupoBaHa KOMIbIOTEpHAs: MOENb mporpaMmel «Ilepco-
HADUIIMPOBAHHOE TPOTHO3UPOBAHKE pa3BUTHS (PUOpMLIAINKM mpeacepauiny. Yys-
CTBUTENIBHOCTH 95%, cnienuduarocts 95%.

HNPAKTHUYECKHUE PEKOMEHJAILINHU

Bpauam-xapouonozam u mepanesmam:

1. C uenpto BBISBICHHS TPYIII MOBBIIIEHHOTO prcka pa3Butus @II pekomeHay-
eTCS B CEMbsIX ATHX HarueHToB ompeaeiath A\G mommMopdusm 1510824026 rena
SYNPO2L.

2. [lepcoHM(pUIMPOBAHHBINA ANTOPUTM MPOTHO3UPOBAHUS (PUOPUILISILIUU TIPEN-
CeplIuid, COMNIACHO KOMIBbIOTEpHOU mporpamme «llepcoHnduimpoBaHHOe NPOrHO3U-
poBaHUE pa3BUTUS PUOPUIUISIINY MPECEPIUi», HEOOXOIUMO UCIIOJIb30BaTh MaIlUeH-
Tam ¢ napokcusMoM DII mmanmre 40 ner, npyu NOBTOPHOM FOCHUTAIIM3AIMHN HA OIepa-
THUBHOE JICUCHHUE, a TaKxke Mpu cemeiHoil popme @II, B mepByro oyepenp B aMmOyJa-
TOPHBIX YUPEXKICHUSAX C LEIbIO ONPENEICHUS NAIbHENIIEH TAKTUKH BEICHUS Malu-

€HTa ¥ TMHAMHYECKOTro MPOrHo3a pa3BuTHs KauHuko —IKI" popm DI,

Cnucok pador, ony0JJMKOBAHHBIX 110 TeMe JUCCEePTALUN

1. Putative role of Brugada syndrome genes in familial atrial fibrillation / Maltese P.E.,
Aldanova E.E, Kriuchkova N.M, et al. //European Review for Medical and Pharmaco-
logical Sciences. - 2019. - Vol.23, Nel7. - P.7582-7598.

2. Ponb ogHonykIeoTuanoro nomumopdusma rs10824026 rena SYNPOZ2L B pa3zButuu
GUOpHMUIALMK TIPEACEPAUH B MCCICAOBAHUHA HAa BOCTOYHOCHOMPCKOM momymsaiuu /
Hukynuna C.1O., lllumkosa K.1O., Illyneman B.A., u ap. / CardioComatuxa. - 2019.
- T.10, Ned. - C.34-38.

3. muHa Tenomep JIeUKOIUTOB Nepudeprueckoil KpoOBU Kak BO3MOKHBIN MPOTrHOCTH-
YecKkuii Mapkep pasButus GuoOpwusauuu npeacepauit / Hukynmuua C.1O., Ilumkosa
K.1O., lllyneman B.A., u ap. // CardioComatuka. - 2020. - T.11, Ne2. - C.50-54.

4. Pons SNP-mapkepoB xpomocomsl 10 B matorenese hpubdpusuisaiuu npeacepauii (O6-
30p smtepatypsl) / Hukymuna C.1O., Illumkxosa K.1O., Hlyneman B.A., u ap. // Poc-
CUHCKUU Kapauojgoruueckuid )xypHant. -2021. T.26, Ne7. — C.116-120.
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5. IIporno3upoBanue pa3BuThs GUOPUILIALNYN NPEACEPANIA METOIOM MHOXKECTBEHHON
noructryeckoi perpeccun / Hukynuna C.1O., [lumkosa K.1O., lllyneman B.A., Yep-

HoBa A.A. // Tepanus. - 2021. - Ne 9. - C. 66-74.

CIIMCOK YHOTPEBJISIEMBIX COKPAIIIEHUI

B®II — Bropuunas dhopma GUOPHILIAIINU TIpeacepaArit

BOM — BenospromeTpus

JHK — ne30xkcuprOoHyKIEHHOBAsT KUCIOTa

KA —xarerepnas abnanus

KAI — xoponapoanruorpadus

KKA- xarerepHas kpuoabmnaius

JIIT — neBoe mpexacepaue

OHII — ofHOHYKJICOTUIHBIN TOTUMOPHU3M

Ol — oTHOLIEHHE HIAHCOB

[1DII- nepBuunas popma GuOpULIALIMY IPEACEPIUN

PYA —panmnouacroTHas abiamus

OI1- pubpumsus npeacepauit

XMOBKT' — cyrounoe mouutopupoBanue IKI' o Xonrepy

YII3x0KI - upecnuiieBoHas sXxokapauorpadust

OKT' — sanexktpokapauorpamma

OXOKI" — sxokapauorpadus

ADRBI1 —ren 6enkoBoii cyObeuHuUIIbI OeTaapeHoperenTopa

ADRAZ2B — ren 0enkoBoil CyObeITUHUIIBI aIpEHOPEIIENITOpa

CAV1 — reH, koaupyoomui 6e10K kaBeoanH-1

EHRA- European Heart Rhythm Association— Esporieiickas accomnmarius cepaeqHoro
puT™Ma

FGB- ren, konupyromuii 6eta- cyobequuuily GuopuHoreHa

GPla — ren, kogupytoruii 6e10K HHTErPHUH ajib(a-2 — MEMOPaHHBIN TJIMKOMPOTEUH

GPIfia — reH, KoaupyrOmMUi TPOMOOIUTAPHBIN TITUKOIIPOTEHH

GPRRS —ren- cymnpeccop omyxoJieit

23



GWAS - Genome-Wide Association Studies (kpymHoMacmTaOHbIE TEHOMACCOITUUPO-
BaHHbBIC UCCJICIOBAHU)

HCN4 — ren, xoaupyronyii 010K aKTUBUPOBAHHBIA HATPUEM THUIIEPIIOISPU3AIIMOH-
HBIA HUKITUYECKUN HYKICOTUI-CTPOOUpyeMbIil kaHau 4

KCNQ- reH, kogupyromuii KaJlueBble MOTEHINAI-3aBUCUMbIE HOHHBIE KaHaJbl B TO-
JIOBHOM MO3T€.

KCNNS3- reH, kogupyromuii mepeHoc HOHOB KaJius 4Yepe3 MeMOpaHy KapAHOMHOITATA

MYOZ1- reH, KOOUPYIOMHUA CUTHAJIbHBIE OENKH, JOKATU3YIOUIUICS Ha Z-JAHCKE U
OTIPEMETSIONINE CEPACUHYIO CAPKOMEPHYIO (HDYHKITUIO

PITX2- ren, kogupyromuii 0€JI0K, JCHCTBYIONTNI KaK TPAaHCKPUTIITUOHHBIA (GaKTop U
PEryIUpYIOMNNA SKCIIPECCHUIO T'€HA MPOKOJIAr€H-TU3UI-TUIPOKCHUIIA3bI.

SYNPOZ2L - reH, koaupymomuii CUrHAIbHbIE OCTKHU, JTOKATU3YIOIIUICS Ha Z-TUCKE U

OTIPEICTISIONTNE CEPACUHYIO CAPKOMEPHYIO (DYHKITHIO
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