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BBEJAEHUE

Oubpmsus  npeacepanit  (PII) sBasSeTCs MUPOKO PacHpOCTPaHEHHBIM
HapylIeHUEM pPUTMaA CEPALlA, KOTOPOE HEYKJIOHHO IIPOTPECCHPYET, IMEPEXOAA CO
BPEMEHEM U3 TMapPOKCU3MAIbHOW B NEPCUCTUPYIOUIYI0 M MOCTOSHHYIO (opmy. B
yacTHOCTH, OT 2,7 mo 6,1 muH B3pocnbix amepukanueB crpagatoT @II. B crtpanax
EBponbl yncno 6onbHbix PIT mipeBbiiaer 6 mMiH yenoBek. OXUIaeTcs, 4YTO B CBS3H C
IIOCTAPEHUEM HACEIICHUs B TEUEHHUE MOCIEAYIOIMX 25 JIET 3TH NOKA3aTEIN YBEINYaTCs
BaBoe [5, 78]. Ilpuumnsl yBenuueHnus pacrpoctpaneHHOCTH DIl He u3BecTHBL. ITO
MOXET ObITh OOBSICHEHO TakuMU (akTopaMu KakK yBEJIMYEHHUE CpeaHEl
IIPOIOJDKUTEIBHOCTH JKU3HU, a, CIEAOBATEIbHO, YBEIWYECHHE KOJWYECTBA HACEIICHHUS
CTaplIel BO3PACTHOM I'PYIIIBI, & TAK XKE MOBBIIIEHHEM PACIPOCTPAHEHHOCTH CEPAECYHO-
cocyAMCThIX 3a0oneBanuid. OJIHAKO, U3BECTHO, YTO MALUEHTHI, Y KOTOPBIX OOHAPYKUIN
®II, uMeroT OoJbLIME IIAHCHI HM30€XATh TSKEIOTO OCIOXKHEHUS — HIIEMUYECKOTO
WHCYJIBTA — €CJIM CBOEBPEMEHHO M0JIydaT aHTUKOATYJSIHTHYIO Tepanuto. OcTaibHbIE XKe
MalKUeHThl, OCOOEHHO, KOTOpble HMEIT OeccuMmnToMHylo (opmy DII, exenHeBHO
MOJIBEPraloTCsl OTPOMHOMY PHCKY HIIEMUYECKOM IepeOpOBACKYISIPHOM KaTacTpOdBbl.
BrisBienne aputmMum 3TO BCEro JUIIb oOJHA npoOiema, cBs3anHas ¢ PII. Jlpyroii,
OoJee CNOXKHOM SIBIsieTCs MpobsiemMa ee JieyeHus. 3a ToAbl u3ydeHus: naroreHeza OII
NPEMIOKEHO MHOXKECTBO BapUaHTOB MEAMKAMEHTO3HOIO, XUPYPIHMUECKOTO M
MHTEPBEHIMOHHOrO JieueHusi. Takoe MHOrooOpa3ue METOJOB BO3MOKHO JIMILb B TOM
cily4ae, €ClIi HM OJIMH U3 3THX MOAXO0J0B HE 00€CNeYMBaET CTONPOLUEHTHbBIN YCIEIIHbIN
UCXOJ.

Haubonee sdpdextuBHbM U Oe3omacHbIM  MeToAoMm JedeHus DII sBisercs
KaTeTepHas abnarusi. Y UCTOKOB 3ToW TexHukH Obu1 M. Haissaguerre, npemioKuBIIuii
B KauyeCTBE YCTpaHEHUs TpUITepHOro komnoHeHTta DIl kaTeTepHyr0 U300 YCThEB
JIETOYHBIX BEH. B nanpHeiemM u30as0us JOMOIHANACh U APYTUMH PaaIlo4acTOTHBIMHU
BO3JICHCTBUSIMU KaK B JIEBOM, TaK M IPABOM MPEACEPAUSAX, OJHAKO IO CUX IOP HET
€IMHOr0 MHEHHMs 110 00beMy BMemaTenbceTBa y nanueHtoB ¢ @II. Kpome toro, B 3T0M
CBSI3U COXPAHSIIOTCS U APYTUE€ BOIPOCHI, KOTOPBIM O CHUX IOp HE YIEJIEHO JTOCTaTOYHO

BHUMAaHWS, HallpuMep, KakoBa 3(HEeKTUBHOCTh KATETEPHON MPOIEAYPHI Y MAIIMEHTOB C
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pa3IMyHOM KOMOpPOMAHOW MAaTOJOTMEH M KaKyl0 TaKTUKY JIedYeHUsi BbIOpaTh Yy
NAIMEHTOB C Yepe0BaHUEM IMHU30/I0B TaXU- U OpaguKapauu.
OTBeTaM Ha 3TH BOIIPOCHI U MOCBSIICHO HAIlle UCCIICIOBAHHUE.
Heab padoThI

Onenutb 3¢(HEKTUBHOCTh KATETEPHOTO JeueHUs: GUOPMIUIALNU TpeAcepanil y
NAIMEHTOB C CUHAPOMOM CJIabOCTH CHHYCOBOT'O y3Ja, CaXapHbIM JUabeToM 2 Tumla U
CBSI3b 9THX HAapyIICHWH puTMa ¢ moiuMopdusMoM reHoB Ca’'-TpaHCIOPTHPYIOMIIX
GEIKOB CapKOILIA3MATHUECKOTO peThkyayma — Ca’-ATd-a3bl, pPHAHOJUHOBBIX
PELENTOPOB U KAJIbCEKBECTPUHA.

3agaun

1. Ouenuts 3pPEeKTUBHOCTD KATETEPHOTO JieueHUs GUOPUILISAIUU MIpeAcepIuid
y TMalueHTOoB ¢ JUCYHKIMEH CHHYCOBOTO y3Ja, C UMIUIAHTUPOBAHHBIM
AIIEKTPOKAPIUOCTUMYJIATOPOM THIIA 1O Pe3yIbTaTaM yIajJeHHOTO TEIEeMOHUTOPHHTA.

2. Ouenutb 3QHEeKTUBHOCTh KaTETEPHOTO JeueHus! GUOPHILISAIUN PEJCepauid
y TAIMEHTOB ¢ MUCOYHKIMEH CHHYCOBOTO y3Jla M CaxapHbIM auabeToM 2 Tuma 1Mo
pe3ynbTaTaM yJaJIeHHOTO TeIEMOHUTOPUHTA.

3. OueHuts acCoIIMAINIO noJIMMOPGHU3MOB I'eHOB KaJbIA-
TPAHCTIOPTUPYIOIMIUX OEJIKOB CApKOIJIa3MaTHYECKOTO PETUKYJIyMa C pa3BUTHEM
GUOPHILTSIMY TIPECEPANI, CHHIPOMOM CJIa00CTH CHHYCOBOTO y3JIa U KX COYCTaHUS.

4. OueHuTh CBA3H pa3Mepa JIEBOrO Mpeicepaus ¢ MOTUMOP(HU3MOM TEHOB
KaJbI[UI-TPAaHCTIOPTHPYIOIIUX ~ OEJIKOB  CapKOIJIAa3MAaTUYECKOTO  PETHKyJIymMa Yy
NAIMEHTOB ¢ GUOPWIUIAIIUEH TIPEeICePAN U CUHIPOMOM CJ1a00CTH CHHYCOBOTO Y37Ia.

Hay4ynasi HOBHU3HAa

B xome wccnenoBaHusi BrepBble u3ydeHa A(PGHEKTUBHOCTh KaTE€TEPHOM
IpOLEypbl B JICYCHHH TMEpCUCTUpYIomEed ¢GopMbl (QUOPHUIIISIIMK Yy MaIlMEHTOB C
KOMOPOUIHOM MaTOJIOTHEH Takol, Kak AMCPYHKIHUS CHUHYCOBOTO y3ja M CaxapHbIN
nuabeT 2 TUMa ¢ WCTOJIB30BAHHEM CUCTEMBI YIAJICHHOTO TEIIEMOHUTOpUHTA. BriepBbie
OIIEHCHO BJIMSIHUE YPOBHS TJUKUPOBAHHOTO TeMOIVIOOMHA, CcTaxka Juabera Ha
adpdextruBHOCT, abmanmu y mamueHToB ¢ CJI 2 tuma u CCCY. Bnepsbie

MPOAHAIM3UPOBAHA CBS3b MOJUMOP(PHU3MOB TEHOB KaJbIUNA-TPAHCHOPTUPYIOIINX
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OEJIKOB CapKOIJIa3MaTUYECKOT0 PETUKYJIyMa C pa3BUTHEM (PUOPWILISALUMN Hpeacepauil,
CUHIPOMOM CJIa00CTH CUHYCOBOTI'O y3J1a U UX COUYETaHHUS.

B paGote BmepBble MpoaHATM3UPOBAHA ACCOIMALMS MOJIUMOP(U3MOB TEHOB
KaJIbCEKBECTPUHA, PUAHOAMHOBBIX PELENTOPOB U KajblueBol AT®-a3bl ¢ pa3BUTHEM
Pa3IMYHBIX KIMHHYECKUX (PaKTOPOB.

IIpakTHYeckass 3HAYUMOCTh U BHEJPEHHE

Ha ocHOBaHMM TpPOBEAEHHOIO HCCIEAOBAaHUS IMOKAa3aHO, YTO KaTETEpHOE
JeueHrue TAIUEeHTOB ¢ TMepcucTupyomed ¢opmon (GuOpWLISIMN  Tpeacepauii,
TUCPYHKIIMEN CHHYCOBOIO y3jla M caxapHblM JauabeToM 2 TUMOA  SBISAETCS
ONpaBJAHHBIM, O00JIAJAET MPEUMYIIECTBOM Iepe]] MEIUKAMEHTO3HBIM TMOJXO0JIOM U
NO3BOJIIET  MOBBICUTh  KayecTBO  JKM3HM  MNanueHToB. Pa3paboran  cmoco0
IIPOTHO3UPOBAHUS PAa3BUTHs JWJATAlUMU JIEBOTO IPEICEPAMs Yy IALHUEHTOB C
¢ubpwsuuMenn  npeAcepauMid ¢ HOMOLIBIO  ONPEACNICHHs  TeHOTUIIa  IeHa
KaJIbCEKBECTPUHA.

MeTono0J10rust 1 METOABI HCCIEAOBAHUS

3a Bpems HaOmoaeHusi oOciaegoBaHo 159 manuMeHTOB, BKJIIOYEHHBIX B
uccienoBaHue. B kadecTBE  METONOJIOTMYECKOM W TEOPETHYECKOW  OCHOBBI
JUCCEPTALIMOHHOIO HCCJEIOBAaHUS OBbUIM HMCIOJIb30BaHbl TPYJbl OTEYECTBEHHBIX U
3apyOeXKHBIX YUEHBIX, OCBSILEHHBIX U3yYEHHUIO 3THOJIOTUH, TaTOreHe3a, JUarHOCTUKH
U JjedyeHus GUOpWILTALMM Tpeacepauii M AUCPYHKUHUUM CHHYCOBOTrO yi3na. Bceem
NalyMeHTaM C CHHJIPOMOM CJIa0OCTHM CHHYCOBOIO Yy3Jia ObUl HMMIUIAHTUPOBAH
JBYXKAaMEPHBIM  3JIEKTPOKAPAMOCTUMYJIATOp. B KadecTBe OCHOBHBIX METOJIOB
UCCJIEIOBAHUSI  HUCIIOJIB30BAJIMCh:  BHYTPUCEPACUYHOE  DIEKTPOPU3HOIOTHYECKOE
UCCIIEIOBAaHME M KaTeTepHas aljalus C UCIOJIb30BAaHUEM HABUTAILIMOHHOW CHCTEMBI,
noJuMepasHas LeMHas peakuus [UIsl ONpeleieHHs] MOIMMOp(PU3Ma I'€HOB KaJlbLUii-
TPAaHCHOPTUPYIOMIMX OENKOB CapKOIUIa3MaTUYECKOTO peTukyiayma. s oleHKu
3¢ (HEKTUBHOCTH KaTeTEPHOU a0iaruy MPUMEHSIICS MOOMITHHBIA TEICMOHUTOPHHT .

OcHOBHBIE N10JI0KEHNSI, BBIHOCHUMbIE HA 3AIIUTY
1. PaauouactoTHas aHTpaJIbHAs M30JIS 1S JIETOYHBIX BEH C

BHCKTPO(I)I/IBI/IOJIOFI/I‘—ICCKI/IM IIOATBCPKACHHUCM 6J'IOKaI[BI BXOJ4a M BbIXOJa, AOIIOJIHCHHAA
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U30JISIMEN 3aJHEN CTEHKHU JIEBOTO MpPEeACepaAnsi U JMHEHHBIM BO3IEUCTBUEM B 00JacTH
MUTPAIBHOTO HCTMyca SBIseTCS J3(PQPEKTUBHON MPOIEAypOod TpH  JICUCHUU
nepcucTupytomeid Gopmbl GUOPWILIANNNA TIPEACEpAUN y TAIMEHTOB C CHHIPOMOM
c1a00CTH CUHYCOBOIO y371a M UMIUIAHTUPOBAHHBIM AJIEKTPOKAPIUOCTUMYIISITOPOM.

2. Karerepnas abmamusi siBiseTcss dQQPEKTUBHON MPOLETypOil MpU JICUYCHUH
nepcucTupyomeid Gopmel GUOPWILIALUUA TPEACEPAUA Yy MAIMEHTOB ¢ AUCPYHKIUEH
CHUHYCOBOTO y3JIa ¥ CaXapHbIM J1a0eTOM 2 THIIA.

3. TlocrostHHast ANEKTPOKAPAUOCTHUMYJISIIIMS W YPOBEHb TJIMKUPOBAHHOTO
reMorjo0MHa He BJIMSIOT Ha pa3BUTHE peuuvBa (UOpMLIIALMM TIpeAcepaui mocie
KAaT€TepHOT0 BMEIIATENbCTBA.

4. OTCyTCTBYET CBSI3b MOJMMOP(GU3MOB I'€HOB KaJbIHI-TPaHCIOPTUPYIOIINUX
OEJIKOB CapKOIJIa3MaTUYECKOT0 PETUKYJyMa C pa3BUTHEM (UOPMILISAIUU Hpeacepaui,
CUHIPOMOM CJ1a00CTH CUHYCOBOTI'O y3Ja U UX COUYETAHHUS.

5. OmnpezeneHue reHoTUIIAa 'eHa KaJIbCEKBECTPUHA MO3BOJISIET IPOrHO3UPOBATh
pa3BUTHE NUJIATALMU JIEBOTO MPEICEepAHsl Y NMAUUMEHTOB C MEPCUCTUPYIOLIEH (popMoi
bubpuusiiuen npeacepauil.

AnpoOauus padoTbl
OCHOBHBIE TOJIOKEHUS JUCCEPTALMU JIOJO0KEHBI Ha: BCepOoCCHUCKON MEMOpPHUAIBHOU
koH(pepennmu mamstu akanemrka PAMH B.B. [lekapckoro ¢espanb 2017 r., r. Tomck
(Konkypc Monoaeix yuenbix), Ha XXI Exerognoit ceccun HHIIICCX wum. A.H.
bakynesa Mas 2017 r., r. MockBa, II Poccuiickom @¢opyme 1o cepaedHon
HEJIOCTAaTOYHOCTH © 3a0o0JieBaHUSIM MHOKapaa, ceHtsaopr 2017 1., 1. Tomck.
Poccuiickom HanumonansHOM KOHIpecce KapauosioroB, okTsOpb 2017 r., r. CaHKT-
[TerepOypr, XII MexayHapoIHOM CIIaBSHCKOM KOHTPECCE IO DJICKTPOCTUMYJISIIUHA H
KIIMHUYECKON anekTpodusuonorun cepana «Kapaunoctum-2016», despans 2016 r., T.
Cankr-IleTepOypr, XIII MexnyHapo1HOM CJIaBSHCKOM KOHI'pecce o
AIIEKTPOCTUMYJIALIMM M KIMHUYECKON anekrpodusuonorun cepauna «Kapamoctum-
2018», @espanb 2018 1., 1. Cankr-lIletepOypr Bceepoccuiickom  Hay4HO-
obpazoBarenbHOM (popyme ¢ mexayHapoaHbiM ydactueM «Kapmauonorus XXI Beka:

aJbSIHCHI M MOTeHIIMA, anpenb 2018 r., r. Tomck, Konrpecc EHRA-2018, mapt 2018
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r., T. bapcenona, Ucnanus, VII Beepoccuiickom Che3nie apuTMosioroB utonb 2017 ., T.
MockBa, PoccuiickoM HalMOHaIBLHOM KOHTpecce KapAHOJoroB, ceHTsOpb 2016 r., T.
ExarepunOypr, ®opyMm MOJIOABIX KapAUOJOTOB M Bcepoccuiickoil HaydyHOH ceccuu
MOJIOZIBIX YUYEHBIX C MEXIYHapOoJHbIM yyacTueM «OT mpo(HIaKTUKA K BBICOKHUM
TEXHOJIOTUSIM B Kapauoiorun», utoHs 2018 r., r. Kemeposo.
Hy6oaukanuu

[To Teme omy6nmMKOBaHO 8 HAyYHBIX PabOT, B TOM YHUCIE 3 CTaThU — B JKypHajax,
PEKOMEHJ0BaHHBIX BrIciiel arrecTallMOHHON KoMHuccHel MuHuctepcTBa 00pa3oBaHus
u Hayku Poccuiickoit ®depeparuu i MyOJUKallMM MaTepHAlOB JUCCEpTAIllMid Ha
COMCKaHHE€ YYCHOU CTENEeHH KaHauaaTa HayK, nojydeHo 2 narenta PO na nzodpereHue
(Ne2645413 ot 21 depans 2018 r. u Ne2680148 ot 18 deppans 2019 1.).

JInuHbIN BKJIAJ aBTOPA

JImuHbld  BKJIAJL ~ABTOpa COCTOMT B  IUJJAHUPOBAaHUM  MCCIIECJOBaHUS,
HENOCPEICTBEHHOM Y4acTUU B OTOOpE MAalleHTOB, XUPYPTUUYECKUX BMEIIATEIbCTBAX,
3a00ope Marepuana il MOJIEKYJIPHO-TEHETUYECKOrO0 HMCCIEIOBaHUs, HAOMIOACHUN U
OILICHKE JIaHHBIX TE€JIEMOHUTOPHHTIA 32 BECh MEPUOJ HAOIIOACHHMS, aHAJIU3€E PE3yJIbTaTOB
UCCIIEIOBaHMsI, HUX OOpabOTKe, HHTEpPHpETaluu, a TaKXKe IOATOTOBKE HayYHBIX
nyOJTUKALIHA.

O0beM U CTPYKTYpa AUCCEPTALNH

Huccepranonnas pabota wuznoxkeHa Ha 105 cTpaHuIiax MaIIMHOMUCHOTO
TEKCTa M COCTOMT W3 BBEIEHUS, YETHIPEX TIJaB, 3aKIIOUYEHHUsS, BBIBOJOB, CIIMCKA
UCIIOJIb30BAaHHOW suTepaTypbl. Pabota wmmoctpupoBana 21 Tabmumoit u 13
pucynkamu. bubnuorpaduueckuii ykazarenb coaepkuT 114 ucTOUHUKOB IUTEPATYpHI,

ux HUX 17 oTeyecTBeHHBIX U 97 WHOCTPAHHBIX.
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I'JIABA 1 (OB30P JIUTEPATYPBI)

Oubpumsimus npencepanii (PI1) — Hambonee pacmpocTpaHEHHAs apUTMHS CEPIIa.

N3BectHO, yTo DIl accoummpyercs ¢ NATUKPATHBIM YBEIWYEHUEM PHUCKA Pa3BUTHSA

WHCYJIbTa, TPEXKPATHBIM — CEPACYHOW HEAOCTATOYHOCTHU, IBYKPATHBIM — JIEMEHIUU U

cmeptHocTH [5,110,99]. Berpewaemocts ®IT B o6mield nomyssmun coctaBiseT 1-2%.

PacnpocTpaHeHHOCTh apUTMUN YBEIIMUUBAETCA ¢ Bo3pacToM — oT <0,5% B Bo3pacte 40-

50 ner mo 5-15% B Bo3pacte 80 ner. Y myxuun PII pa3zBuBaercs yaie, 4yeMm y

*eHIMH. CuuTaeTcs, 4To B AajbHEHIIeM KojimuecTBO manueHToB C DIl yBennuutcs

BJBOC INpPHUMEPHO B TeueHue S50 JIeT, 3TO CBSA3HO C IMOCTapeHHeM HaceneHus [59].

HanGonbiuii puck y Takux NallMeHTOB CBSI3aH C Pa3BUTUEM UHCYJIbTA, KOTOPHIA MOKET

oKazaTbcs JU00 (aTanpHBIM, JTHUOO0 HMHBATUAU3HPYIOIUM. JlaHHBIM (akT Tpedyer

HauOOoJIbIIIEH KOHIIEHTpaluu npu BeisiBiaeHUH DI, Gosiee BHUMaTEIbHOrO Moaxoaa. B

OoonpmHCTBE ciaydaeB @Il  mporpeccupyeT OT MapOKCU3MabHOM  (OpMBI K

NEPCUCTHUPYIOLICH M, PAaHO WM TO3JIHO, MEPEXOIUT B MocTosHHYI0 [82]. [IpumepHo y

Tpetu nanueHToB DII sBusercss 6ecCUMNTOMHON M MOXET ObITh BBISIBIICHA CIy4ailHO

npu ocMoTpe BpadoM M peructpanuu IKI', mubo nociie yxe caydyuBIIEHCS COCYAUCTON

katactpodsr [5].

CornacHo orteuecTBeHHOW Kiaccuukauuu 2017 roga ¢ y4yeToM TeueHUs U
JUIUTEIBHOCTH  apuTMUU  BhlaensstoT 5 TunoB  DII:  BnepBble  BBISIBIICHHAS,
MapoOKCU3MaJIbHAS, MEPCUCTUPYIOIIAsl, IMTENbHO-NEPCUCTUPYIONIAsi W IMOCTOSHHAS
[78].

1. Bmnepssie BoisiBienHas OII — koTopasi panee He AMATHOCTUPOBATIACH, HE3ABUCUMO
OT MPOJOJKUTEIIBHOCTH MPUCTYIIA UM HAJIMYUS U BBIPAXKEHHOCTH CUMIITOMOB.

2. Tlapokcuszmanphas DI — caMOCTOSTENBHO KyHNUPYIOMIASCS, B OOJBIIMHCTBE
ciyyaeB B TeueHue 48 yacoB. HekoTopble mapoKCU3Mbl MOTYT MPOAOJIKATHCS 10 7
nHe. Onuzoasl @II, KynmupoBaHHBIE KApJUOBEPCUEH B TEUEHUE 7 THEU JOJLKHBI
CUMTATHCS MAPOKCU3MAIbHBIMHU.

3. Ilepcuctupyromas DIl — mpomomxaercs Oosiee 7 AHEH, BKIIOYAs SMU30/IbI,
KYIIMPOBAHHBIE MEJUKAMEHTO3HON WM 3JIEKTPUUECKON KapIMOBEPCUEN TTO3AHEE 7

JTHEH OT Hayaja
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JinrensHo-nepcuctupyromass  ®II  — nponmomkaercs OGonmee 1 roma, HO
IIPEANOYTEHUE OTAAETCS CTPATErMU KOHTPOJIS pUTMa CEpALA

[locrossuHas @I — mpum KOTOPOW MAMEHT M Bpad CYMTAIOT BO3MOYKHBIM
coxpaHeHue apurmuu. [lo ompeneneHuro - BMENIaTENIbCTBA, HAIPABICHHBIE Ha

KOHTPOJIb pUTMA, HE NOpeanpuHumaroTcs. Eciu BO300HOBISIOTCS MOMBITKU

YACPIKAHUA CHUHYCOBOI'O pUTMaA, ApUTMHUA JOJIDKHA OBITH 3aHOBO

KJIACCU(PUIIMPOBAHA KaK JUIUTEIHHO-TIEPCUCTUPYIOIIASI.

KauectBo n3Hu y nmanueHTOB ¢ DIl 3HAUUTENBHO CHHMXKAETCA 3a CUET Pa3BUTHS
Pa3IMYHBIX CHMIITOMOB, BKJIFOYasi COHJIMBOCTD, CJIA00CTh, OIIYIIEHUS CEPALICONCHUS,

OJbIIIKY, TAXKCCTH B I'PYIH, paCCTpOﬁCTBa CHa, IICHUXO-COLHNaJIbHBIC paCCTpOﬁCTBa

[110,99].

st onenku 3HaunMmoctu cumnTomoB @Il Owuia paspaborana mkama EHRA

(tabmuua 1) [78].

Ta6nuna 1 — Mogudunmposanas mkaia EHRA

Kiacc [IposiBneHus Onucanue
EHRA
I “CuMNOTOMOB HET” OII He BBI3BIBAET CUMIITOMOB
IIa “Jlerkue cUMOTOMBI” Hopwmainbhas IMOBCEeIHEBHAA
NEeATeIbHOCTh ~ HE  Hapyllaercss  OT
CHMIITOMOB, CBA3aHHBIX ¢ DII
b «CpenHe BbIpaxKeHHas» Omymenusi,  cBszanHble ¢ DIl
OECTOKOSIT TMalMeHTa, HO HOpPMAaJIbHAs
CUMIITOMATHKA.
MOBCE/IHEBHAS JIEATEIIbHOCTD HE
HapylaeTcs
Il “BeIpakeHHbIe cHMOTOMBI | HopMmasibHast moBceqHEBHAsT aKTUBHOCTH
HapylaeTcs n3-3a CHUMIITOMOB,
BbI3BaHHBIX PII
v “NHBanuan3upyromme HopmanbHasi moBceHEBHAsI aKTUBHOCTh
” HEBO3MOKHA
CUMIITOMBI

CymiecTByroT U apyrue moaxozsl B kinaccudukanuu OII. Tak, Hanpumep, Inohara
T. 1 COoaBT. MPEIJIOKUIN UCTIOJIb30BATh TaK HAa3bIBAEMbIN KJIACTEPHBIN aHaIM3. AHAIU3

KJIACTEPOB BBISIBUI 4 KIMHUYECKH 3HAUMMbIX (GeHoTuna OII, kaxabli U3 KOTOPBIX
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MMEET pa3JIMYHbIE AacCOIMalUd C KIMHAYECKUMHU HUCXOJaMH, MOJYEpPKHUBAas
rereporenHocTs DI u BakHOCTH comyTCTByMOIIUX 3aboneBanuid. [lepBbIii KimacTep
ITAIIMEHTOB C HEBBIPAKEHHOW COIYTCTBYIOIIEH MATOJIOTHEH, 2-1 KJIACTEP OTHOCUTEIBHO
MOJIOZIBIX WJIM TOBEJEHYECKUN KJIacTep MalMeHTOB C apuTMuen, 3-H Kiactep
naieHToB ¢ tedenneM Il mo tumy taxu/Opaau ¢ ummnantupoBaHHsiMu DKC u 4-i
KJIacTep MAIMEHTOB C apuUTMHUEH Ha (POHE BBIPAXKEHHBIX MPOSIBICHUI aTepoCKiiepo3a
[24]. Bxurouenue B 3TH TPyMIBl He ompenesumch TedyeHneM OII u rpynmsl umenu
pa3IUYHBIA POTHO3 B OTHOUIEHWH PUCKA PA3BUTHUS CEPJIEYHO-COCYAUCTBIX COOBITHA.
MOXHO OTMETHTh BBIACICHHBIX B OTACIbHYIO TPYIIy MNAUUEHTOB C HaJUYUEM
cungpoma taxu-opamu (CTB), uro moapazymeBaeT 0COOBIH MOIX0/] K HX HAOIIOACHHIO
Y JICUCHHUIO.

JloctatouHo wyacto B kiauHuYeckod mnpaktuke CTb mposiBisgercs B BUAE
couetanusa @Il u cunapoma craboctu cunycoBoro yzina (CCCY), B OCHOBE KOTOPOTo
JEKUT CHWKEHHE CcnocoOHocTu cuHycoBoro y3na (CVY) BBINOJNHATH 33Ja4uu
JOMUHAHTHOTO TeWcMeilkepa WIM pa3u4yHble BAPUAHTHI HAPYIICHHS MPOBEACHUS
umnyiasca [64]. Tlo ximaccmdyeckomy ompenenennto CCCY — 3T0 opraHHYECcKOe
HeoOpatumoe nopaxkenue CY U HUKeNeXKaluX HEHTPOB aBTOMATHU3Ma, IPUBOJAIIEE K
CHIDKEHHUIO 4acTOThl cepaeuHbix cokpaiienuii. CCCY oTnnyaercs OT BarOTOHUYECKOU
TUCPYHKIIMHM TEM, YTO XapaKTepHU3yeTcsi OpraHndeckuMu HapyumeHusMu ynkuuu CVY,
UX HEOOpaTUMOCTBHIO, TMOPAXKCHUEM HIDKEICKAIMX IeHTpoB aBTomatm3ma [109,6].
Pacnpoctpanennocts nuchynkuun CY B obumieil momynsiuuu Heu3BecTHa. CoryiacHo
JaHHBIM  pa3HbIX aBTOPOB Yy KAapJAUOJOTMYECKMX OOJIbHBIX OHa COCTaBJISIeT
npubmusutensHo  3:5000. Ilpusnaku 3aboneBanus CY ormeuarorcs 'y 6,3-24%
OOJBbHBIX, B CBSI3M C YEM OHHU HYXJAIOTCS B MMIUIAHTALIUU MCKYCCTBEHHOTO BOJUTEIIS
putMma. Cuurtaercsi, uro HapymeHus ¢pyHkuuu CY OAMHAKOBO YacTO BCTPEUAIOTCSA y
MY>K4MH U y )keHIIMH. C Bo3pacToM yactora BO3HUKHOBeHUss CCCY yBennunBaercs.

Tepmua CCCY BximtouaeT B ceOs IENBIA PST AJIEKTPOKapaIuorpaduuecKux
HKBUBAJIEHTOB, TaKUX Kak CUHycoBas Opaaukapaus, octaHoBka CY (cuHyc-apecT),
cunoatrpuansHass (CA) Onokama. Ilpu cunyc-apecte CY He reHepupyer

CTUMYJIUPYIOIIUE UMITYJIbCHI U MPOJOLKUTENBHOCTh 11ay3 HE KpaTHa HHTepBaiy P-P
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nepen acucroimen. Ilocne BO3HMKHOBEHHA Tay3bl MPOMCXOAUT 4Yalle BCETO
BoccTaHoBieHHEe paboter CY, nmbo pa3BuBaeTcs 3aMEMIAIONIANA  PUTM U3
aTpUOBEHTPUKYJIsIpHOrO (AB) coegunenuss wumm  xenygoukoB. CA  Onokana
XapaKTepu3yeTcss HECIOCOOHOCThIO K MPOBEJACHUIO BO3HUKIIEro ummyibca u3 CY Ha
npencepaue. Ilo cremenu BeipaxkeHHocTn CA-Onmokaga knaccuduuupyercs Ha 3
cTeneHu: Oiokana | creneHu MPOSIBISETCS YBEIMYEHHEM BPEMEHU CHHOATPUAIBLHOTO
IPOBEICHUSI, OJTHAKO KaXKJbIM BO3HMKIIMI UMITyJIbC gocTuraer npexncepaus. [lo OKI'
JAHHbIC U3MEHEHUS AUAarHOCTUPOBaTh He yaaeTcs; Onokana |l crenenu nenurcs Ha ABa
noatuna — Mobuty 1 — ¢ nepuoaukoil Benkebaxa, HaOmogaercs, Korja mepen
BBINAJICHUEM P-BOJIHBI BO3HUKAaET MocCTeneHHoe 3amenineHne CA MmpoBEAEHHUs, 4TO Ha
OKI' xapakrepusyeTcsi TIOCTENIEHHBIM yKOpoueHHeM wuHTepBaia R-R  mepen
BBITIaJIcHHEeM P-BojHbI; MoOuTii 2 HaOmojgaercs mpu mepuoaudeckoit Omokage CA
npoBefieHuss 0e3 mnpenmecTByomux 3ameniaeHui. Ilpu stom mo OKIT snmzomas
acuctonuu kpatHel uHTepBany R-R. CA OGnoxana Il crenenn mo OKI' HeBO3MOXKHO
OTIMYUTH OT apecta CVY.

BeposiTHo, mnponeccel, Jexamue B ocHoBe pasutus DII, Morytr ObITH
OTBETCTBEHHBI U 3a pa3Butue nuchynkuuu CY. U3BecTtHO, uTtO mpumepHo y 60%
nanpeHToB ¢ @I BeBasrorcs  npuszHaku CCCY.  VYuuteiBas — OOJBIIYIO
pacrpoCTPaHEHHOCTh U cx0xkue npuunHbl BO3HUKHOBEHUs1 @IT u CCCY, B nuteparype
HEJOCTAaTOYHO OCBELIEHbI MNPOOJIEMbI, C KOTOPBIMH YacTO CTAJKUBAIOTCS Bpaud B
KJINHUYECKOM MTPaKTUKE NpU BeaeHuu nanneHTos ¢ CTh.

B nonasnsromiem 6onbmuHCcTBE ciaydaeB CTh siBnsieTcs mpnoOpeTeHHbIM U JTUIIIb
B PEIKUX CIydasx — BpOXKIEeHHbIM. 1[I0 nanHbiM nutepatypsl, B ocHOBe CCCY nexar
JIETeHepaTUBHBIC HM3MEHEHUS B CHHYCHO-TIPEACEPIHON 00JacTH, OO0YCIOBJICHHbBIC
MHOTMMH Tpu4yuHamu (umemuyeckas Oone3nb cepana (MBC), runepronuudeckas
oones3ns (I'b), kapauomuonartus, reMOXpOMAaTO3, METACTa3bl OMYXOJIeH, KOJIareHo3bl,
nH(pEKIMOHHBIC, WHOEKIIMOHHO-aJUICPTUUecKue 3a0o0JIeBaHUs, aMHJIOMI03 CEepJIa,
TOKCHYECKUE TIOpaXKeHHs, omepanuu Ha cepane) [14]. BeimenepeuncieHHbIC
3a00J€BaHUsl TAaKXKE€ MOTYT HM3MEHSATh AHATOMUYECKHE U BJIEKTPOPHU3UOIOTHYECKUE

CBOMCTBa MPEJCEPIHOTO MHOKapJla U CIY>KUTh MPOBOLUPYIOMIMMHU (DakTopaMu st
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nosieinenus OII. Kpome toro, antnaputmudeckas Tepamnus, IpoBOJAUMAs y MALIUEHTOB C
@II, moxet ycyryouts aucpynkuuio CY ¢ pa3BuTHeM CUMITOMHOM Opaaukapauu. OTa
B3aMMOCBA3b B  TAaTOT€HE3€  HApylmIeHWH pUTMa  cepana  oOyclaBIMBaeT
HEpPa3/IeJeHHOCTh NOHATUNA U TpeOyeT Kak MOKHO OoJiee paHHErO BBISBICHUS TaKHUX
OOJIBHBIX U CBOEBPEMEHHOM KOPPEKIMH C LEIbIO MPEAOTBPAILEHUS BHE3AITHON CMEPTH.

1.1 Mexanusmuvl hubpunnayuu npedcepouiti

CoBpeMeHHbIE TMpEACTaBICHUS O pa3BUTUM U nporpeccupoBanuu DI
OCHOBBIBAIOTCSI HA HAJIWMYHMH «TPUITEPHOTO» KOMIIOHEHTa M AHATOMHYECKOrO WU
(YyHKIIMOHAIBHOTO cyOcTpaTa, HEOOXOIUMBIX AJI MHAYKIHMH U MOAJIEPKaHUs apUTMHUU.
YacTele 3MM3011b1 YBEIMYEHHS YacCTOThl COKpalleHud mnpencepauii Ha ¢oune DI u
HaJIMYUE CONYTCTBYIOIIMX 3a00JIeBaHUM cepAla MNPUBOJIAT K PEMOAEIUPOBAHUIO
npecepanii ¥ JanbHeHIIeH MoarupUKaIIMA apUTMOTEHHOTO cyocTpara [96].

bospmront Bknax B MOHMMaHWE TPUITEPHBIX MexaHU3MOB paszButus PII BHecna
pabora M. Haissaguerre, KoTopblii BBISBHJI W JIOKa3aJ HAJIIMYUE OYAaroB B JICTOYHBIX
BeHax (JIB) meBoro mpencepmaus (JIIT), crocoOHbIXx wmHmyrnupoBath OII, u abmarus
KOTOPBIX MO3BOJISIA yCTPaHUThL aputMmuio [86,18].

M. Haissaguerre BmepBble pa3paboTan KIMHUYECKUH WHBA3WBHBIA IMOJIXOJ B
neuennn @DII, xorna BHepBbIE OMYyOJIHMKOBald CBEACHHUS O HECKOJBKUX TMAlMEeHTaX,
KOTOpBIM OblIa MpOBeJEHa ycHellHas AByxkarerepHas adnauus OII ¢ npuMeHeHuem
HUPKYJSIPHOTO 3JeKTpona. B Heckoiabkux padoTax, MNOCBSIICHHBIX MEXaHU3MY
uHayknuun @II, y mnanueHTOB mnepel MNapOKCM3MOM apUTMHUHM  BBISIBJIEHA YacTas
JEBONPEICEpAHAs, B TOM YHCJE 3aJIOBas, SKCTPACUCTOJINSA, MCTOYHUKOM KOTOPOM
osLu ouaru B JIB [72,50].

B nanbueiiiiem o0Hapy)eHO, YTO abaIus y4acTKOB ¢ peodialaHieM BbICOKON
4acTOThl UMIYJIbCAI[MM, KOTOPbIE Yallle BCEro JIOKAJU3YIOTCS B 00JacCTU COEIMHEHUS
JIB ¢ neBbIM mpeacepaneM, MNPUBOJUT K HAPACTAOMIEMY YUIMHEHHUIO JUIMTEIbHOCTH
nukia OII 1 BoccTaHOBIEHUIO CHHYCOBOTO pUTMa y OOJIBHBIX € MapokcumManbHoi OI1.
Hapsny ¢ astum y mnamueHtoB ¢ nepcuctupyromied @PII yyacTkyu MOBBIILIEHHON
aKTUBHOCTHU PACIPEACIIAIOTCS 110 BCEMY MUOKApAY MpeCepArii, TO3TOMY abiaius Win

BOCCTaHOBJICHHE CHHYCOBOI'O pUTMa MPEICTABIIAIOT COO0M OoJiee ClIoKHYI0 3a1a4dy [4].
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K snekTpodu3nonornyeckum MexaHM3MaM O4YaroBOW aKTUBHOCTH OTHOCAT Kak
TPUITEPHYIO aKTUBHOCTh, TaK U LUPKYISAIUIO BO30YkaeHus (re-entry). Ilpuunnoit ux
MOSIBJICHUS SIBJISIIOTCA HEKOTOphle 0coOeHHOCTH TKaHu JIB, xapakrepusytomuecs 6omee
KOPOTKUM  pe(dpakTepHbIM TEpUOJOM M  TPEXMEPHBIM CTPOCHUEM  BOJIOKOH
kapauomuonuToB. M3ydenuto Tkanu JIB mocsmena padora H. Nathan u M. Eliakim,
KOTOpbIE BIEPBBIC OMUCAIN MHOKapauaibHble My(Thl, mpoHukatoniye B JIB Ha 1-3 cm
BHYTph. B »Tux wmydrax oOHapykeHbl KIETKH, BXOJSIIIME B  COCTaB
CHEIHUATM3UPOBAHHON MPOBOSAIIEH CHUCTEMBI CEpAlla, YTO MOXET CIOCOOCTBOBATH
BO3HMKHOBEHHUIO CIOHTAaHHOTO aBToMaTu3ma [51,57]. DrTu cBolicTBa TO3BOJISIIOT
OOBACHUTH COXPAHEHHS SJIEKTPUUYECKOM akTUBHOCTH JIB mocne ux 3neKkTpuyeckoro
pasnencuus ot JIIT [45].

Yacts uccnenonaresneil pazpadarsiBanu Apyryto teoputo pazsutusi OII. G. Moe
BIIEPBBIE TOKa3ajl, YTO Mpeacepaue MoxkeT noaaepxkuBatb @Il u HezaBUCUMO OT
uHaynupytomero ¢akropa. G. Moe, a 3atem M. Allessie pa3paboTanu TUIOTE3Y
pazButus ®II, xkoTopas yka3plBa€T Ha HAJIWYME MHOXXECTBEHHBIX BOJIH PUEHTPU B
aeBoM mpenacepauu [65,73]. ApuTMHsS TOAICPKHMBACTCA 332 CYCT XAOTUYHOTO
MPOBEJEHUS] MHOYXECTBA HE3aBUCUMBIX MEJKHX BOJH IO COKPATUTEIBHOMY MHOKapIy
npencepauil. IlocTossHHOE B3aMMOJENWCTBHE 3TUX MHOKECTBEHHBIX BOJIH MPUBOAMUT K
pa3pylIEHUI0 OJHUX W TMOSBJICHUIO JPYTrUX, YTO CHUXAET BEPOSTHOCTH
caMmocTosTesbHOro KynupoBanus DIl U 3HaYUTENBHO 3aTPYyAHSIET NOUCK KOHKPETHOTO
JokaibHOrO ucTouHMKa aputmuu [4]. Jlns coxpanenus PII HeoOXoaMMO HajIHuue
KPUTHYECKOTO KOJIMYECTBA COCYILECTBYIOLUIMX BOJIH BO30Y)KIEHUS, BO3HMKHOBEHHIO
KOTOPBIX CIHOCOOCTBYIOT: 3aMEIJICHHOE MpOBEACHUE, YKOpodeHHe 3P(HEKTUBHOTO
pedpaxreproro mnepuona (DPII) m yBenuyeHwe Macchl NPEACEPIHOTO MHOKap.a.
YBennuenue IIPOCTPAHCTBEHHOM aUucnepcun  pedpakTepHOCTH BBI3BIBAET
HEOJHOPOJIHYIO 33JIEPKKY U OJIOKaTy JJOKAIBHOTO MPOBEICHUS.

PaGota T. LewiS u coaBT. mocBsieHa U3ydeHHI0O MexaHu3Ma passutus DI1 3a
CYET OJIMHOYHBIX BOJH pueHTpU. COrinacHo €ero NPeACTaBICHUSIM OAMHOYHAsS

LEHTpajJbHasl BOJHA JIBUraeTCsl MO OINpPEAEIECHHOMY «KaHaly» B mpenacepausx. Ilpu
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3TOM (QPOHT BO30YXKJIEHUS CIOCOOEH pa3leNuThCsA, BCTpeYas Ha IMYTH YYaCTKU C
pa3IMYHON pedpaKTePHOCTHIO, 00yCIIaBIIMBas «hUOPHUILIATOPHOE MpoBeacHNEe» [66,71].

J. Jalife u coaBT. BeICKa3aJl HICIO O HAIMYUYA MUKPOPUCHTPH — IUPKYIUPYIOIIHX
BOJIH, TaK Ha3bIBAEMbIX «POTOPOB», B TMPEACEPIUAX, KOTOpbIE MOTYT OBITh
HETMOJBWKHBIMM, JUOO HU3MEHSATh MECTO MOJIOKEHUS B 3aBUCHUMOCTH OT HAIMYHUS
CTPYKTYpHO M3MEHEHHOI0 cyocTparta [61].

[To MEHEHHIO psiia aBTOPOB, 0coOyI0 poib B martorene3e OII urpaer aBroHOMHAs
HEpBHAs CHUCTE€Ma, KOTOpas TMPEACTAaBICHA MPEraHIVIMOHAPHBIMU  BOJIOKHAMU
HEHTPAIbHOM HEPBHOM CHUCTEMbI U COOCTBEHHBIMH TaHTJIMOHAPHBIMH CIUIETCHUSIMHU,
pPacroJIOKEHHBIMA B DIHMKapIUalIbHBIX JKUPOBBIX THpocioiikax cepama [104].
CTumynanusi CUMIIATHYECKUX M [apacUMIATUYECKUX BOJOKOH Ha Mpenaparax
YKUBOTHBIX TO3BOJIMJIA WHAYIHMPOBAaTH W JnuTenbHO mnoanepxuBath DII. Ha done
CTUMYJISIIMM ~ CUMIATUYECKOW  HEPBHOM  CHUCTEMBl  OTMEUYAIOTCS  yYBEIUYCHUE
BHYTPUKJIICTOYHOM KOHIICHTPAIlMM HWOHOB KaJblMs W TOBBIILICHHE aBTOMAaTU3Ma
KapaAuOMHOLUTOB. CTUMYIISIUS TapaCUMIATHYECKOM HEPBHOM CHCTEMBbI CLIOCOOCTBYET
COKpAIllCHUIO  MPOAOJKUTEIBHOCTU  MOTEHIMana JAehcTBUS U 3(PEGEKTUBHOTO
pedpakTepHoTO Mepuoaa B Kapauomuormrax npeacepauii u JIB. B aToit komOuHarmm
MpECTaBICHHbIC U3MEHEHUS CITIOCOOCTBYIOT BOBHUKHOBEHUIO MMAy303aBUCUMBIX PAaHHHUX
MOCTACTIONSAPU3AMA W TPUTTEPHOW aKTHUBHOCTH B oOjactu JIB u mpemcepaHbix
KapIMOMHUOIIUTOB. BrisiBuTH JIOKaJIN3aIUI0 TaHTJIMOHAPHBIX CIUUICTEHUN
SHJOKAPJUAIBHO MOXHO IyTE€M PErucTpaldyd CIOXHBIX  (DpaKIMOHUPOBAHHBIX
npeacepanbix snektporpammam (COIID) [104]. B uccnenoBanusx abmsuun COIID
MOJIyYEHbl HEOJHOPOJHBIE pE3yJIbTaThl U B HACTOSIIMHA MOMEHT YOEeAUTEIbHBIX
JT0Ka3aTeNbCTB 9(PPEKTUBHOCTH MPOLIETYPHI HET.

[Tonnepxanue OII B MuoOKapae npeAacepanii CBA3aHO, MPEKAE BCErO, C HATTMUUEM
cyoctpara aputmuu. Hekoropwie 3a0osieBaHUs W caMa TaxXUKapaus MOPUBOAST K
MOSIBJICHHIO TIPOILIECCOB PEMOCIUpOBaHus mnpeacepamii [26,97]. PemonmenupoBanue
BO3HUKACT KakK ajamnTalus Ha «arpeccHBHbIE» (aKTOpbl U TMPOSBISETCS B BHUJC
ANEKTPOPU3UOJIOTHIECKUX U CTPYKTYPHBIX U3MeHeHui. K anmekTpodusnosornyeckum

U3MEHEHHUSIM  OTHOCHUTCS  M3MEHEHHE  pedpakTepHOCTH  KapAMOMHOIIUTOB, K
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CTPYKTYpPHBIM — pa3Butue ¢pudpo3a B Muokapae. Passurue ¢puOpos3a B MUOKapIE MOKET
npuBoauTh K awiarauud JIII, a ykopouenme OPIl m ymeHplIeHHME NOTEHLHANA
nevctug (I1/]) xapAHMOMHOLUMTOB K MOSBJICHUIO TPEACEPAHBIX HAPYIIEHHH pUTMa
cepauna [74,107]. DnekTpuveckue HM3MEHEHHS OOYCIOBICHBI AUC(HYHKIUCH HOHHBIX
KaHaJIOB. boybIIyr0 poiib B 3TOM HIparOT KAIbIMEBbIE KaHaibl. KalblMeBBIM TOK
SBJIIETCS. ~ OCHOBHBIM  (DaKTOpOM B COKpallleHuH  KapauomuouuToB.  [lpum
ANIEKTPOPHU3NOIOTUIECKOM PEMOJCIUPOBAHUM TIPEICEPINN YMEHBIIACTC KOJIMYECTBO
O€JIKOB, YYaCTBYIOIIMX B OOpa30BaHWU KAJIBLIMEBBIX KAHAJIOB, @ C UX YMEHBIIEHUEM U
cBs3aHbl u3MeHeHus B I1J1 kimetok cepana. M3BecTHBI O€lKM CapKOIIa3MaTHYECKOTO
petukynyma (CP), koTOpple OTBETCTBEHHBI 3a TPAHCHOPTUPOBKY HOHOB Ca™ u
noJiiepKaHue He0OX0IMMOM ero KOHLEHTPALlUU B KIIETKE.

[Tonanstomiee OOJNBIIMHCTBO KJIETOK, B TOM YHUCJIE U KapJIUOMHUOLUTHI, UMEIOT
TPpU CIEeNHaNbHble CUCTEMBI. llepBas B MOKOE NOANEPKUBAET BHYTPUKIETOYHYIO
KoHIeHTpawmio Ca”" Ha HH3KOM ypOBHE H 00€CIeunBaeT ero ObICTPOE YaIeHHe Mocie
IIPEKPAILCHNs ACHUCTBHS BHEIIHETO CUTHaNa. BTopas cucTteMa B OTBET HA 3TOT CUTHAI
o6ecreunBaer Bxox Ca’’ B KIETKy M3 OKPY)KAIOIIEH CPEBI HIH €r0 OCBOOOXK/ICHUE 13
BHYTPUKJIETOYHBIX MCTOYHUKOB. TpeTbsd — OTBEYAECT HA U3MEHEHUE BHYTPUKIECTOYHOU
KOHILIEHTpaLuu Ca®" usMeHeHHeM cBOEH (yHKUMOHAIBHOW aKTUBHOCTH. llepBhie nBE
CHCTEMBI IPECTaBIeHb MeMOpaHHbIME Oenkamu — Ca’*-kananamu u Ca’'-Hacocamu.
[TocnenHsass moapasyMeBaeT CYIIECTBOBAHME B LUTOIUIA3ME CHEIHAIbHBIX OENKOB,
KOTOpBIE TIPH CBsi3bIBaHHE Ca’’ H3MEHSIOT CBOIO AKTHBHOCTB, PETyIHPYIOT PasiIndHbIC
BHYTPHUKJIETOYHBIE IIPOLIECCHI. B HacTosIIee BpemMs TaKUe CUCTEMBI XOPOILIO U3BECTHBI,
pUYEM, HECMOTPSI Ha OTPOMHOE Pa3HO00pa3ue KIETOK U BBIMOIHAEMbIX UMH (PYHKIUH,
OHM JIOCTAaTOYHO YHMBEPCAJIbHBI U UMEIOT MHOTO OOLIMX CBOMCTB. OCHOBHBIM IO U
PEryssTOpoM BHYTpHKIETOUHOro Tpancnopra Ca®* B kapauomuonutax sisercss CP
[53]. Tpaucnoprupyromme cucrembl CP oCyIIECTBISIOT CBSI3bIBAHUE U TIEPEHOC ITOTO
noHa. Tak, Ca”-ATd-a3a CP yuacTByer B mpomeccax o6paTHoro 3axsara noHos Ca’’,
benok — KanbCeKBECTPUH 00ECIIEYNBAET CBA3BIBAHUE Ca** BHyTpHU CP, a puaHOAMHOBBIE
PEIEHTOPBI OCYIIECTBISAIOT UX ocBoboxkaeHue [64,100,15]. Konmenrpaius HOHOB Ca®*

BHYTPU KIJIETKA WIPAeT OMPEACNSIONIYI0 pOjb B Mpoleccax 3JIEKTPOMEXAHUYECKOTO



19

CONPSDKEHUS] KapAMOMHOLIUTOB U, COOTBETCTBEHHO, COKPATUTEIHHOM aKTUBHOCTH BCETO
cepaua [47].

[oxnepxanue HU3KOM KoHIeHTparmn Ca’’ B HUTOIUIa3Me GOJBIIMHCTBA THIIOB
KIIETOK 00€CIIeYnBACTCs paboTOil CrIeMAIbHBIX MEeMOPaHHEIX GepMenToB — Ca’ -ATd-
a3l wn Ca®*-Hacoca miasmaTuaeckoit MeMOparsl CP, KOTOpbIe CIIOCOOHBI TEPEHOCHT
gepes Membpany 2 mona Ca®* MpOTHB TpajgueHTa €ro KOHIEHTPALHH, HPH ITOM
IIPOUCXOAMT THAPOJIN3 01HOM Mojiekysl AT® [100,46].

Ca®-AT®-asa CP  oTHocHTCH K  OONIMPHOMY  CEeMEHCTBY  HOH
tpaHcnoptupyronmux AT®d-a3 P tuna (umu E1-E2 Tuna), k koTopoMy mpuHaIeKaT
taioxe Na* K™ i Ca® AT®-a3bl mrasmarndeckux memopan, H' K* AT®-a3a camsuctoii
xenynka u psan apyrux ATd-a3, Urparomux BaXXHYH pPOJb B JKM3HU KJIETOK. ODTH
dbepMeHThl  00eCreynMBalOT TPAHCMEMOpPAHHBIM MEpPEeHOC KAaTUOHOB TMPOTUB UX
AIEKTPOXUMHUYECKOTO TPAJUEHTA 3@ CUET SHEPTUU, OCBOOOKIAIOIIEHCS TPU THAPOIIU3E
aneHosuHTtpudochara (ATD). B xome peakiMOHHOrO IMKIAa  OOpasyercs
IPOMEKYTOUHBIN (hochHOpHIMPOBaHHBIM HHTEpMEnUaT (epMeHTa (OTCIOJa Ha3BaHUE
«AT®a3pl P Tuna») BcineacTBue nepeHoca TEPMUHAIBHOTO (HochOpUIbHOTO OcTaTKa
AT® Ha ocTatoK acmaparvHOBOW KHCIOTHI akTUBHOro ueHtpa AT®-a3wl. Ilocne
dbochopunupoBanus GpepmenTa ero konpopmaiusa uaMensiercs u3 cocrosiuust E1 B E2
(«AT®-a3p1 E1-E2 tumay), 4ro conpoBok1aercs MepeHoCcOM HOHOB uepe3 MeMOpaHy.
Ca?*-AT®-aza CP, wim SERCA, npencraBieHa B pa3HbIX TKAHSAX MIIEKOMUTAIOLIUAX
HeckoabkuMH u3opopmamu: SERCAla u ¢eransnas popma SERCAIb — B ObIcTpBIX
ckenetHbix MbImmax, SERCA2a — B cepiaie, MEIJIECHHBIX CKEJIETHBIX U TJIAJAKUX
mplinax, SERCA2b — Bo MHOrmx Tumax KiIETOK (Tak HasbpiBaeMbli «householdy
dbepment) u SERCA3 — B KiI€TKax KpPOBH M Pa3IMYHBIX JHIOTCIHAIBHBIX H
AIUTEINATIbHBIX TKAHSIX.

M3BecTHO, 4TO MpH cepaeunoii negocratouroct (CH) yposers Ca**-ATd-asb1
CHIDKACTCS, 4TO MPUBOAMT K Hedekty ymanenus Ca’’ M3 MHOILIa3MBbI, BOSHHKHOBEHHIO
Heperpy3kKu KapIMOMHOIIMTOB HOHAMH M MOBBIIICHUIO pHCKa apuTMuii [17].

[Teperpy3ka MoHaMH KajbIlds BO3MOKHA TaK K€ W MPU U3MEHEHUU CTPYKTYpPHI

pHUAaHOOANMHOBBIX PCEOCIITOPOB, HX I[CCTa6I/IJ'II/IBaI_[I/II/I B 3aKpPbITOM COCTOSHHH H3-3a
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PEMOICTHPOBAHHS KAPAHOMUOLMTOB BCICACTBUE AMACTONMYecKOi yreukn Ca’’, 4ro
MOXXET HWHIYIIUPOBATh EMOJSPU3AIUI0 MEMOpaHbl W, COOTBETCTBEHHO, TPUTTECPHYIO
aKTUBHOCTH KapIUOMHUOITUTOB [28].

OO6HapyxeHo Tpu U30QopMbl puaHoIUHOBBIX perentopoB: RyR1, RyR2, RyRS3,
KOJIUPYEMBbIE TpeMsl pa3HbIMU T'eHaMU. PHAaHOIMHOBBIE PEUENTOPHl UMEIOT HECKOJBKO
MECT peryJsilud, KoTopas ocymecTBisiercss noHoM Ca”’, AT®, KalbMOIYIHHOM,
UMMYHO(DWIMHOM | KajblmHeypruHOM. Penienitop dochopunupyercs Ca-kaibMo Ty IuH-
3aBucumont nporennknHazoi |1 (CaKMPK I1) u nedochopunupyercst KalbIuHEYpHHOM
[105].

CornacHo pa3HbIM CTPYKTYPHBIM MojiesiM C-KOHEl pUaHOIMHOBBIX PELIENTOPOB
conepxkuT 10 10 TpaHCMEMOpaHHBIX JTIOMEHOB, (GOPMHUPYIONIUX MEMOpPAHHYIO TOpPY.
AKTHUBHOCTh PELENTOPOB MOAYJIUPYETCS PACTUTENBHBIM AJIKAJIOUJIOM PHAHOJWHOM W3
kopel Ryania speciosa, 4to u onpenemwio ero Haspanue [98]. Ha xanausl
M30JIMPOBAHHBIC U3 MBIIII TO3BOHOYHBIX U PAKOOOPA3HBIX PUAHOANH B KOHIIEHTPAIUSIX
oT 1 HM 5o 1 MkM oka3bIBaeT akKTUBUPYIOIIEE BIUSHUE, TOTJa KaK B KOHLEHTPALIMIX
Bhime 100 MKM OH BBI3BIBAaCT MOJIHOE 3aKpbiBaHue KaHayioB [113]. Beuto ycranorieHo,
YTO PHUAHOIWH CBS3bIBACTCS C KaHajioM B OTKpeITOM coctossHun. CaKMPK 11
dbochopunupyer Bce Tpu U30(OPMBI PELENTOPA, UYTO MPUBOAMUT K €ro aKTHUBALMH.
dochopunrpoBanue 3TOro perentopa MNpU CTUMYJSIUU OeTa-aapeHOperenTopa,
aKTUBUPYET cepcunyio uzopopmy RyR [76].

PuanonnHoBeIM  penenrtopam  kapauomuonuToB — RyR2  mpunamiexur
CYLIECTBEHHAs POJNb B MOMICPIKAHAM BHYTPUKIETOYHOTO ToMmeoctasa moHoB Ca”’.
Hapymenre ux (QYHKIHM OPHBOANT K M30BITOYHOMY BhIxomy Ca’" u3 CP, BbI3bIBacT
neperpy3ky Ca® M IOBBIIIACT TPUITEPHYIO AKTHBHOCTH MHOKApAA IKEIYIOYKOB.
PuanonnHOBBIN penentop sBISETCS OCHOBHOM CTPYKTYpOUl KajblMEBbIX KaHainoB B CP
KapauoMuouuToB [52].  OcHoBomoJiararomiasi poJib  PUAHOJAMHOBBIX PEIENITOPOB
3aKJIIOYAETCSl B AaKTUBU3AIMM [MOTEHUHAI3aBUCUMBIX KaJblUEBBIX KAHAJIOB B
nJia3mManeMMe.

Cpenu reHoB, koxupyommx Ca’’-TpaHcopTupyromie 6enkn, HanbosIee XOpoLIo

U3ydeH T'eH cepaedyHoro puanoanHoBoro perientopa RyR2. N. Liu u coaBT. BIiepBbIe



21

BBISIBWIHU, YTO JUCHYHKIIMS PUAHOJAUHOBBIX PEIENTOPOB SBISETCS MPUUMHON Pa3BUTHUS
KaTeXOJIAMUHEPTHYECKON MOIMMOPPHON KelyIouKkoBoi Taxukapauu [29]. Myramuu
JAHHOTO T€Ha CBs3aHbl C AayTOCOMHO-JOMWHAHTHBIM THIIOM HACIEIOBAaHHUS W
OTPENEISAIOT OKOJIO TMOJOBUHBI Bcex ciydaeB 3a0osieBanust [30]. Bbicokuil mpoueHT
YCHEIIHO TE€HOTUIUPOBAHHBIX MAlMEHTOB II03BOJISIET PACCMAaTPUBATh T'€HETUYECKHUU
CKPUHHMHI B KayeCTBE JMATHOCTUYECKOTO METOJA, JAIOLIEr0 BO3MOKHOCTh CHUXKATh
PUCK PA3BUTHS IATOJIOTHHA HA JOCHMITOMATUYECKOM CTAaIvU U BBIBIATH HOCHUTEIIEU
MyTalliid Cpeld KPOBHBIX POJCTBEHHUKOB OONBbHBIX [2]. WMneHTHduKamms MyTarui
reHa RyR2 y manueHToB ¢ KeJIyJJ0YKOBOM TaXMKApJIUEH cTaja MepBOMl IEMOHCTpaLME
y4acTHsl BHYTPUKJIETOUYHBIX MOHHBIX KAHAJIOB B HACIEACTBEHHBIX apUTMHUsX. [loMHMO
MYyTaIlii, CBSI3aHHBIX C JKEIYJAOYKOBOM TaxXWKapaueu, oOHapy>KEHbI MOIUMOP(PU3MBI
reHa RyR2, kak acconMupoBaHHbIE C MOBBIIIEHHBIM PUCKOM apUTMHH y MAlUEHTOB C
XpOHHYECKOW  cepaeyHod  HemoctaTtouHocThio (XCH), Tak w  sBIsrommecs
NPOTEKTUBHBIMHU B IUIaHE BHE3amHO# cepaeunoit cmeptu [30].

Nzyuenne RyR2 mpomomkwmim Na Li m coaBr. Ha Monmensx TpaHCICHHBIX
MBIIIEHN, UCTIOIB3Ysl ONITHYECKOE KapTUPOBAHUE, TUCTOJIOTMYECKUE UCCIENOBAHUSA, OHU
MPOJIEMOHCTPpUPOBaAIHN, 4To auchynkius RYR2 npuBoIuT K pa3BUTHIO HE TOJBKO
OKTONMYECKOM AKTUBHOCTH W BO3HHKHOBEHMIO IIPEACEPAHOM ApUTMHHM, HO H
HOSIBJICHUIO M3MEHEHHOT0 cyOcTpaTa, noaepkusatoriero OIT [91].

K xanpuuii-TpaHCoOpTUPYIOIMM CHCTEMAM OTHOCUTCS TaK 7K€ KaJIbCEKBECTPHUH —
0€eJIOK, KOTOPBIN MEepEeHOCUT MOHBI Kanblus BHyTpu CP. BblsBieH psan MyTanuil resa,
KOJMPYIOIIEro cuHTe3 KaiabcekBecTpruHa CASQ2, Takke ONpenestolnX pa3BUTHE
KEITYJJOUKOBOW TaXUKAPJUU, XOTSI OHU OMKCAHBI B HEOOJIBILIOM KOJIMYECTBE CEMEM, U UX
JoJsi B oOmIe cTpykType 3aboneBanus HemsBecTHa [33]. CyllecTBYIOT BapHaHTHI,
CBSI3aHHBIE C CEMEHMHOM apUTMOTIE€HHOM JUCIIIa3UeH IIPaBOro kKenyaouka. B mureparype
MPEICTAaBICHO MaJI0 MH(OpPMALMK O POJHM OJHOHYKJICOTHJIHBIX MOJMMOP(PU3MOB I'eHa
CASQ2 B pa3BuUTHH CEPACYHO-COCYIUCTOM MATOJOTUU. TeM He MeHee, ONMUCAHBI
noJIMMOp(HbIE BapUAHTHI, CBS3aHHBIE C apUTMHEH, BHE3AMHON CEPACYHON CMEpPTHIO U
passutrieM CH y 6ombHbIX MBC [34]. Tak nanpumep, Glukhov A.V. u coaBT. nmoka3zaimu,

yro u3MeHeHus: B reHe CASQ2 y wmblmeil, oTBedaroIiero 3a oOpa3oBaHHe Oeska
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KaJIbCEKBECTPUHA, BBI3BIBAIOT HAPYIIEHHUE BBICBOOOXKACHUS HOHOB Ca”™ u3 CP wu
CEJIEKTUBHBIA ~ MHTEPCTHLHAIBHBIA  (PUOPO3 B  MPEACEPIHOM MEHCMEHKEPHOM
KOMILIEKCE, KOTOpbIM Hapymaer putrmoBoxiaeHue CY U yBeIUUYHMBAET BEPOATHOCTH
pa3BUTHS TpeacepaHON HSKTonuu. QOYHKIMOHAIBHBIE W CTPYKTYpHBIE HW3MEHEHHUS
00pa3yroT cyocTpaT JiIs pa3BUTHS Taxu-Opaau cuHapoma [27].

B mHacrosimiee BpeMs oco0oe BHHMaHHE VYACNAECTCS HCCIEAOBAHUIO POJIU
reHeTUYeCKuX (PaKTOPOB B PA3BUTHUM CEPJIEUHO-COCYAMCTON maTosioruu. KiroueBbIM
daktopom B mnoHuManuu npupoasl CTb Moxer crath moaumMopdu3M TEHOB,
KOJUPYIOIIUX OCJKM MOHHBIX KaHAJIOB. MyTaluu B 3TUX T€Hax MOTYT IPHUBOJUTH K
HapyLIEHUIO TOMEOCTa3a HOHOB B MUOKAap/IE.

[lepBuunsiii CCCY, xapakTepu3ylOlIUiCS CHHYCOBOM Opaaukapauend u
nepuogamu apecta CY, OTHOCUTCA K TMEPBUYHBIM APUTMOTECHHBIM 3a00JICBAaHUSIM U
ABJISIETCA TeHeTHudecku rereporeHHbiM. B 2003 r. omucana cemeliHas ¢opma
3a00J1€BaHUsl C ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJEAOBaHUS, MpPU KOTOPOH
BbIsiBJICHA MyTaiusi B reHe SCNSA, npuBojsiias K CHIXKEHUIO (DYHKIIMA HATPUEBOTO
kaHana. Hapsany ¢ stum, B aByx ciydasx HaiaeHel Myrauuun B reHe HCN4,
KOJUpPYIOIIEM o — CyOBeIUHUIly aKTHUBUpyeMoro rumeprossipuzanueit  ATO-
3aBUCMMOr0 KaTHOHHOTO KaHaja, MPEUMYIIECTBEHHO HKCIPECCUPYIOLIETOC B
CHHYCOBOM Y3JI¢, OTBETCTBEHHOTO 3a mericMmeiikepubiii Tok — If (Tox /{u-®Ppandecko).
OTO NOPUBOJUT K CHIKCHUIO TEUCMEUKEPHOTO TOKA, CIIEICTBUEM YEro SIBISACTCS
BBIpaKEHHAsi CHHYCOBasi OpaJukapAus, B psJe CIy4acB COUETAIOMIAACS YIJIMHEHUEM
untepsana QT [36].

B nutepatype omucanbl pabOThl, B KOTOPHIX HCCIEAOBAaHA POJIb T€HETUYECKUX
MyTtauuii B pa3zButun DI, AHanu3 [JaHHBIX, MOJYYEHHBIX MpPH MPOBEICHUH
OpPEeMUHIEMCKOIO MCCIIEOBaHUs, BbIIBWI, YTO Hanuuue @Il y poauresnei moBeiact
PUCK pa3BUTHS Yy JETEH, ONpEenensas €€ HaCIEACTBEHHYIO IPEApPacIONOKEHHOCTb.
Bnepsrie cemeiinas dhopma 3aboneBanus onucana B 1943 r. C 1996 r. no macrosiiero
BpemeHu P. Brugada ¢ komneramu omucanu 10 cemeil ¢ ayTOCOMHO-TOMHUHAHTHBIM
TUTIOM HaCJIeJIOBaHUsI U BBIABWIM clieruieHue cemeiHon ¢opmbel DIl ¢ nokycom Ha

xpomocome 10 (10g22), ogHako, TeH, OTBETCTBEHHBIN 3a 3a00JIeBaHUE €IC HE HaMICH.
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Taxke onucana cembsi U3 34 4eIOBEK, MPU MPOBEACHUU MOJEKYISIPHO-TEHETUYECKOTO
UCCJIEIOBAHMSI B KOTOPOM, BBISBICHO CLEIUIEHHWE C JOKycoM Ha 6 xpomocome. Ilpu
uccienoBaHnu ogHou cembu B Kurtae ¢ nzonuposanHoii popmoit ®I1 Haiinena myTamus
B rene KCNQI1 (KvLQT1), koropass npuBOAUT K yCHJIEHHIO (DYHKIIMH MEIJIEHHOTO
KaJUEeBOr0 KaHalla, BbI3bIBas yKOpOUeHHE MpoaosnkutenbHocTH [1J] u addexTuBHOTO
pedpakrepHoro mnepuoja npeacepauid, xapaktepuoix s OII. OTMeueHo HCXOAHOE
ynnuHenne wunHtepBana QT wa OKI y stux OonbHbiXx. CymiecTByIOT pabOThl ¢
ykazanueM Ha Haimuune Mytanuid B reHax KCNE2 m HERG B cempsax c¢ OIL
Crneunduueckoro JedeHus Juisi ceMeHol (popMbl apuTMuM He pazpadotano. [1oaxo/sl
K Tepaniy aHAJIOTUYHBI TAKOBBIM Tipu TipruoOpereHHoi ¢popme OI1 [36].

['enernyecku o0ycnOBIEHHbIE HAPYIIEHUS! (YHKIIMOHUPOBAHUS HOHHBIX KaHAJIOB
WM PETYJSATOPHBIX OETKOB MOTYT MPUBOAUTH K PA3BUTUIO CJIIOKHBIX HAPYIICHUN pUTMa
cepaua. Ilonnmanue posin MOHHBIX TOKOB B (opmupoBanuu 11/l B ¢usmomornueckux
YCIOBUSIX U NPHU IMATOJOTMYECKUX W3MEHEHUAX MOXKET CIIOCOOCTBOBATH YCIIEITHOMY
BBIOOPY aHTHAPUTMHUYECKUX MpenapaToB i 3(P(EKTUBHOTO JIEUYECHHS] apUTMHA U
NPUMEHEHUIO UX C MUHUMAJIBHO BO3MOKHON BEPOSITHOCTBIO APUTMOT€HHOIO JIEHUCTBUS.
B cinyuae ¢ CCCY akryaslbHOW 3a/ayeil SIBISIETCS CBOEBPEMEHHOE BBISBIICHHE TaKHUX
NAlMEeHTOB U OKa3zaHue momou. Lllnpokoe BHEIpEHUE T€HETHYECKUX U KIETOUYHBIX
TEXHOJIOTUI B OyIyIIeM, BO3MOXKHO, PEHIUT MPoOiIeMbl MPOGUIAKTUKU W JICUCHUS
Pa3IMYHBIX HApYUIEHUN pUTMa cepaua.

1.2 Jleuenue curnopoma maxu-opaou

EnuncTBeHHBIM perieHueM npooseMsl auchyHkunun CY sBhasieTcs: UMILTaHTaLMs
OKC. CoBpeMeHHbIE PEKOMEHAAIMHU TPeOYIOT yCcTaHOBKHU AByxkaMmepHoro DKC u atoT
(dakT, BO MHOTOM, MOKET OKa3bIBaTh BIMSHUE Ha nanbHelmee TeueHue OII. BausHaue
NOCTOSIHHOM CTUMYJISILIMU CEPALIA B PA3JIMYHBIX peknMax Ha TeueHue PII onenuBanockh
B HECKOJILKHUX KpymnHbIX uccnenoBanusx — DANISH-1 Trial, DANISH-II Trial, Pac-A-
Tach Trial, CTOPP, Danish Pacemaker Register, DAVID TRIAL, MOST [42].
HecMoTpst Ha wuWHOrIa NPOTUBOPEYMBBIE PE3YJbTAThl, BCE OHHU MOKAa3aJId, YTO
ctumyanus ycyryosser teuenue @DII, crnocoOCcTByeT NporpecCMpOBaHHUIO APUTMUU,

ATO TPOSIBJSETCS y4allleHHEeM MapOKCHU3MOB W TIEPEXOJOM B TMOCTOSHHYIO (opMy.
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Carsten W. u coaBT. NpOJEMOHCTPUPOBAIM, YTO ACHHXPOHHAsA KEITYJOUYKOBas
CTUMYJISIIIUSL y TAIlMEHTOB MPHUBOAUT JHOO K TMOSBICHHUIO, JIMOO K YCYryOJICHHIO
teyeHus: @I, u3-3a pa3aM4HBIX MEXAHHU3MOB: YBEJIMYEHUE HABICHUS B MPEICEPAMSX,
BBI3BIBAIOIIEE WX IMepepacTsikeHMe U oOpaTHbeli motok B JIB, MwuTpambHyrO
pErypruTanuio, CHIDKECHHE KOPOHAPHIO KpOBOTOKa, HEeO0JIaronpusTHHIE
HeHposHAOKpuHHBIE peakiuu uW T. 1. [30]. OmgHako, B pPaHIOMH3UPOBAHHBIX
MHOTOIICHTPOBBIX HCCJICIOBaHUAX, cpaBHUBaronmx ctumyssiuio VVI(R) 1 DDD(R),
noka3zaHo yTo PII BO3HHKAaET HEMHOTO PEKE B IBYXKaMEPHOM PEKUME U, CKOPEE BCETO,
CBSI3aHA C «HEHYKHOI JKENyI0YKOBOM CTUMYIISIIIMEH, KOTOpas 4acTO BCTpEeUYaeTCs Mpu
nByxkamepHoi crumyisnuu [63]. Mccnenosanue «Atrial Dynamic Overdrive Pacing
Trial» (ADOPT), mnpu KOTOpPOM HCIIOJB30BaJIaCh CTHUMYJIALUSA C  9aCTOTOM
HE3HAYUTEIbHO 00Jiee BHICOKOM, UeM COOCTBEHHBIN PUTM MOKA3aJ0 CHU)KEHUE YacTOThI
BO3HHKHOBEHUSI MAPOKCU3MOB apuTMuu Ha 25% y manumentoB ¢ CCCY u @I [19]. B
napyrom Habmonenun «Overdrive Atrial Septum Stimulation» (OASES), rae usy4anach
3 (HEKTUBHOCTh CENTATBHOM M HHXKHENPEJICEPIAHON CTUMYIISIIUU B MPEAOTBPALICHUU
napokcu3moB ODII, ObUIO OTMEUEHO CHM)XKEHHE 4acTOThl BO3HUKHOBeHUsT DII no 70%
[116]. UccnenoBanme ATTEST («Atrial Therapy Efficacy and Safety Trial»), rme
npoBoOJMIach OIEeHKa 3(PQPEeKTUBHOCTH MNOJABISAIONICH, AHTUTAXUKAPAUTUYECKON U
BBICOKOYACTOTHOM CTUMYJSIMU y nanueHToB ¢ DIl u nokazaHus My K CTUMYJISILIMM, HE
BBISIBUJIO JJOCTOBEPHOU pa3HHUIIbI YaCTOTHl PEUUANBOB WIH JJIUTEIHHOCTH NAapOKCHU3MOB
[101]. Hecmotpst Ha pesynbratel ADOPT m OASES, anroputmbl CTUMYJISITHOHHOTO
nogasyieHusa PII He moMyYrIIM MUPOKOrO paCIPOCTPAHEHUS B KIIMHUYECKON MPAKTHUKE.
Pexxum AAI(R) npeBocXoAUT IBYXKaMEpHBIM pexuM, HO y nauueHtoB ¢ @Il u CCCY
OH ITPOTHUBOIIOKA3aH, B CBA3U C BO3MOXHOCTBIO pa3BUTHUs HapyuieHus: AB npoBeneHusl.
[IpomomxaroTcsi MCCIEAOBaHUSA, HAIPABJICHHbIE HAa UW3YYEHHUE BIHSHUS MeECTa
MMIUIAHTAlUU TIPEACEPAHOrO 3neKkTpona Ha nporpeccupoBanne OPII. Ilo pesynbraram
HEKOTOPBIX M3 HHUX, BBISIBJIEHO, YTO CTUMYJISILIUS MEKIIPEACEPIHON MEPErOPOJIKH HE
BJIUSIET Ha MPOTPECCHPOBAHME MapOKCU3MalIbHON W mepcuctupyromeid (popmer I,

XOT$1, NO-BUAUMOMY, CHIbKaeT DKC-aeTekTupyeMyro Harpy3Ky 1 4yactoty aputmuu. He
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BBISIBICHO M NPEUMYIIECTBO CTUMYJISIIUU  MEXKIIPEACEPIHON TMEPErOpoaKd IO
KOJIMYECTBY OCIIO)KHEHHI HaJI CTUMYJISIIAEH yIIKa rpaBoro npeacepaus [93,41].

Breibop moaxoma k seudenuto Broporo kommoHeHta CTb — @Il — Gomee
BapuaOeNbHBIA U pa3HooOpa3Hblii. HecMOTpss Ha 3HAUMTENIbHBIE YCIEXU JaHHBIX
METOJIOB JJAJIEKO HE BCEr/la MOXKHO J0OHUTHCA skenaeMoro ¢ dekra. Y Kakaoro MeToaa
MO>KHO HaWTH MPEUMYIIECTBA U HEJOCTATKU. DPPEKTUBHOCTD MOJIX0/I0OB TaK K€ MOXKET
OBITh OrpaHUYEHA B KaKJ0W KOHKPETHOW CUTYaIlUH.

B nenom, nipu neuennn @Il cymectByer 2 crpareruu. Ilepsas 3akmroyaercs B
KOHTpoJie 4yacToThl cepaeuHbix cokpamienuin (UHCC), BTOpas — B KOHTpOJIE pUTMA.
[IpenmyIiecTBO BTOpPOMl CTpaTeTMu OIMUCAHBI B HECKOJBKUX HuccienoBaHmsx. Camoe
oonpimoe wuccienoBanne — AFFIRM Bxmouano 4060 manueHTOB ¢ pa3iMUHBIMU
dopmamu @II, cpennee Bpemss HaOmoaeHus coctaBwia 3,5 roga [87]. Pesynbrars
NPOAEMOHCTPUPOBANIM,  4YTO  TOJACpXKAHHE CHHYCOBOIO  pHUTMa  YBEITHYMIIO
BbDKHBaeMocTh maruentoB (HR=0,53, CL=0,39-0,72; p<0,0001). B wuccienoBanuu
CHF-STAT cmepTtHOCTh cocTaBuna 35% Yy MalMEHTOB C CHHYCOBBIM PHUTMOM TIO
cpaBHeHHIO ¢ 46% — ¢ coxpanuBmieiics ®PIT (p<0,04) [39]. PesynbraThl ncciaenoBaHUS
DIAMOND BbisiBmin cmepTHOCTh 'y 40% TanUMEeHTOB ¢ CHUHYCOBBIM PUTMOM I10
cpaBHenuto ¢ 70% — ¢ @I (p<0,01) [16].

YuutheiBas 3TO, TOJJEPKAHHUE CHUHYCOBOTO PHUTMA, MOXET CUHUTATHCS
000CHOBaHHBIM M HanOoJiee MPEIMOUYTUTEIbHBIM BapUAHTOM JICUCHHs Y OOJBIIMHCTBA
naneHToB ¢ OII. JJocTwkeHue HTOM 1Eau, BO3MOXHO 3a CUET NPUMEHEHUE
AHTUAPUTMHYECKHUX MPEnapaToB JIUO0 UX KOMOUHAIIMY C MHBA3UBHBIM MOIX0IOM.

Haubonee 3¢ dekTuBHBIMEU NpenapaTamMu JUisl MOAAEPKAHUS CHHYCOBOI'O pUTMA
SBJIAIOTCS TIpornadeHoH, COTajoJl W aMHUOJApOH, YTO TMOATBEPXKICHO MHOTUMU
uccinenoBanusimu. MccnenoBanne ERAFT mokaszamo Bbeicokyro 3¢h(eKTUBHOCTH
npornag)eHOHa B TOJJICPKaHUM CHHYycoBoro putMma [48]. PaboTel mo wu3ydeHHIO
COTaJIoNIa TMOKa3ajl ero MPEeUMYIIECTBO 10 CPABHEHUIO C XHHHUIUHOM, TIporaeHOHOM
U TUIanedo M HEJOCTATOYHYH dS(P(EKTUBHOCTH MO CPAaBHEHHUIO C aMHOIAPOHOM
[43,70,81,22]. Cotanon He MMENI NMPEUMYINECTBAa IO CPABHCHHIO ¢ MO(PETHIUIOM B

s dexTUBHOCTH ¥ Oe3omacHocTH npu Jieuennn PI1 B pabore Yarlagadda B. u coasr.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Yarlagadda%20B%5BAuthor%5D&cauthor=true&cauthor_uid=29487686
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[92]. Bo3moxHOCTH amMHOIapOHa B MOJJIEPYKAHAHUU CHHYCOBOTO PUTMA Y MAI[MEHTOB C
®II, nmpoaeMOHCTPHPOBAHBI TaKXKe B HECKOJIBKUX HccienoBanusx [22]. Hanpumep, B
uccnenoBannn CHF-STAT moka3zano, 4To manueHTsl Ha (OHE IpHueMa aMHOAapoHa
MMEJH B JiBa pa3a MeHble peuuuBoB @I o cpaBHeHHIO ¢ 1aiedo.

Somberg J. u coaBT. yTBEpXkHalOT, YTO YYHUTHIBAS CXOAHYHI 3(PPEKTHBHOCTH
COoTajojla ¥ aMHOJapOHAa W TOKCHUYHOCTh IIOCIENHETO, CJIEAYET PACCMOTPETH
BO3MOYKHOCTB MCIIOJIb30BAHUA coTanoia npu jgedeHnn PII y manueHToB ¢ COXpaHEHHOU
(GYHKITHEH JIeBOTO xemyaouka [94].

Gwag H.B. u coaBr. wm3yumnm »sddexktuBHOCTh AAT y mNanueHTOB C
nepcuctupytoieid OI1. dnexannua, nponapeHoH, aMUOIaPOH U JPOHEAAPOH MMOKa3AIN
CXOAHYIO 3(PPEKTUBHOCTH AJIs MOAJIEPKAHUS CHHYCOBOT'O PUTMA IOCJIE 3JIEKTPUUECKOM
kapauosepcun (OKB) [112].

Hayward C. u coaBt. npoanamm3upoBanu paznuunyio AAT y narmmentos ¢ ®I1
IpU CTpaTeruu KOHTPOJIS puTMa. AMHOIApOH M COTal0J] OCTAlOTCS HamOOoJee 4acTo
Ha3HAYaeMbIMHU IIpernapaTaMd B AHIJIMH, XOTsS MX HCIOJIb30BaHHMe cHmkaeTcs [102].
[Moxoxast padora Khan I. u coaBr. mpoBeneHa B ABcrpaimu. JlmutensHOe BpeMms
aMHOJapOH U COTAJION OCTAIOTCS IperapaTaMH BbIOOpa B CTPAaTErHMHM KOHTPOJIL pUTMa
npu aedenun OI1 [108].

HecMoTpst Ha XOpOUIYH0 HW3YYEHHOCTb AHTHAPUTMHUYECKUX IIPENApaToB, UX
OPUMEHEHUE J0 CUX MOp CBSA3aHO C PSIOM OTPAaHUYEHHUH, HApUMEp TaKuX Kak,
CKYIOHBIM WX BBIOOP M BBICOKUW PUCK Pa3BUTHUSI PA3IMYHBIX MOOOYHBIX 3((PEKTOB,
TpeOyrommx ux ormeHbl. Lafuente C. u coaBT. mo pe3yiabTaraM CBOErO HAOJIOICHHS
caenany BbIBOA, uto mpenapartsl kinacca [A, IC u III, a Takke npenaparsl knacca II
(Oera-Oyokatopsl) ymMepeHHO 3G EKTUBHBI I TOAJAEPkKAHUS CHUHYCOBOIO pPHUTMA
nocie KynupoBaHus napokcuzma PII. OpgHako, Npu WX NPUMEHEHUH BO3MOKHBI
no0oyHbsle 3PQeKThl, B TOM YHUCIE NPOAPUTMOTICHHBIA, a HEKOTOPhIE M3 HUX
(IM30TTUpPaMHUT, XUHUIWH M COTAJION) MOTYT YBEJIIMYUTH CMEPTHOCTH [23].

B Teuenue miurensHOrO BpemeHH (dapmakoTepanus Obula €IMHCTBEHHBIM
cniocooom sieueHust GII. OTHOCUTENBHO HEAABHO OBLIN MPEIJIOKEHBI U CTAJIN aKTUBHO

Pa3BUBATLCA XUPYPIUICCKUC U HHTCPBCHIIMOHHBIC CITOCOOBI JIEUECHHS.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Somberg%20J%5BAuthor%5D&cauthor=true&cauthor_uid=27909477
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Hayward%20C%5BAuthor%5D&cauthor=true&cauthor_uid=27418969
https://www.ncbi.nlm.nih.gov/pubmed/?term=Khan%20I%5BAuthor%5D&cauthor=true&cauthor_uid=29205742
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B HacroAmmii MOMEHT NPUMEHSIOTCS CIEAYIOUIME BapUaHThl HHBA3UBHOTO
neyenus OII: xupyprudyeckue — BapUaHT H3OJSIUMU JIETOYHBIX BEH Pa3IMYHBIMU
WHCTPYMEHTAMH, KaK BTOpPOM JTalm  ONEpaludyd I1OClie  AOpPTOKOPOHAPHOTIO,
MaMMapOKOPOHAPHOIO IIYHTHUPOBAHWM, KOPPEKIMHU KIAMaHHBIX MOPOKOB M T.A.;
TOPAaKOCKOMMYECKUE METOJbl; POOOTU3UPOBAHHBIE METOJIbl; WHTEPBEHIIMOHHBIE —
UCIIOJIb30BAaHUE KATETEPHBIX METOJOB, TaKUX Kak paguoyacToTHas abijanus,
KpruoOaioHHas abJianus, Ja3epHas admarws.

B 1994 r. M. Haissaguerre BriepBbi¢ BBITIOJHWII U30JISIHIO YCTheB JIB, KoTOphIC
OTBETCTBEHHBI 32 IMOABJICHUE 04YaroBol akTUBHOCTH M MHAYKuuio PII. BHenpeHue B
IPaKTUKY TPEXMEPHOr0 HE(DIOOPOCKONMMYECKOT0 KapTUPOBAHUS MTO3BOJIMIIO HE TOJIBKO
yBennuuTh 3P pekTuBHOCT PUA @I, HO ¥ 3HAYUTEIBHO COKPATUTh BPEMSI MTPOLIETYPHI,
CHU3UTH JIyUYEBYIO HArpy3Ky Ha MMAIlMEHTa U Bpaya.

OddexTuBHOCTH KaTeTepHoro jedeHus PII, kak oka3zanoch, BO MHOTOM 3aBUCUT
oT Gopmbl pubprmanMKu npeacepauid. Tak, 3 MPOCHEKTUBHBIX PAaHIOMHU3UPOBAHHBIX
KJIIMHUYECKUX HCCIIeOBaHusl moka3anu 3ddextuBHOCTh PYA mpu nmapoKCU3MalbHON
dopme DIT 86%, 87%, 74% coorBercTBeHHO [21,84]. DddextuBHocts PUA npm
xponudeckoit gopme ®PII, nmpoaeMoHCTpUpOBaHHAs B JPYTUX JIBYX HCCIICOBAHUSX,
cocraBuna 78,6% wu 74% coorBerctBenno [20,37]. Bo Bcex wucciemoBaHHSX
cpaBHUBaJach d3(PdexkTuBHOCTh KareTepHoro JjedeHus DIl ¢ MearMKaMeHTO3HBIM
noaxoaoM. UTo ke KacaeTcsi MePCUCTUPYIOLIECH U ITUTEIbHO-TIEPCUCTUPYIOeH (opm
®II, To cBemeHuss B JuTeparype O BO3MOXKHOCTAX PYA noBonbHO CkpoMmHbBIE. B
OCHOBHOM, JIOKa3aTelibHasi 0a3a CBOAMTCS K MEIKUM OJHOIICHTPOBBIM HCCIIEAOBAHUIM
Y HECKOJIbKUM MPOBEAEHHBIM MeTa-aHanu3am. D dextuBHocts PUA 31ux dpopm @II no
JaHHBIM BEAYIIMX apUTMOJIOTHYECKHMX LIEHTPOB Kosebiercs ot 47-85% [62,83,34]. B
HACTOSIIIMM MOMEHT OXuaaroT pe3ynbratoB wuccinenoBanuss CABANA, kortopoe,
BO3MOKHO, MO3BOJIUT OLEHUTH BinsHUE PYUA DIl Ha cMEPTHOCTH M PHUCK HMHCYJIbTA.
OmauM u3 HamOoJiee MacIITaOHBIX HCCIASIOBAHMM 3a TIOCIEIHEE BpeMs ObLIO
uccinenoBanne CASTLE-AF [32]. [To ero pesynbrataM 0Ka3ajloCh, YTO MPOBEIACHHE
KaTeTepHoi abmsiuu 1o nopoay PII y manueHToB ¢ AUCYHKIMEH JEBOTO KeTy1049Ka

BJIMSICT HC TOJIBKO Ha apUTMHUIO, HO U CHUKACT YPOBHHU CMCPTHOCTH U FOCHHT&J’IPB&L[Hﬁ
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no nooxay yxyamenus teuenus CH. JlaHHoe nccnenoBaHus sSBIAETCS €AUHCTBEHHBIM,
B KOTOPOM CpaBHMBAJIM KaTETEPHYIO a0NalMi0 U MEIUKAMEHTO3HbIE MOAXOIbl Yy
nanueHToB ¢ CH u ®II B OTHOIIEHNN KOHEYHBIX TOYEK — CMEPTHOCTH W YXYIIICHUS
CH.

Bo muorom sdpdextuBnocts PUA mepcuctupytomieit popmer OII onpenensnoch
oobemom BozgelicTBus B JIII. B GonblnHCTBE ciaydaeB HaMOOJBIINN yCIIeX MPUHOCUT
KOMOMHANUA aHTpaibHOM w3ossiuu JIB u nuueiinas abmanusa JIII, a tak xe
aHTpaibHasl U30JIALMA B KOMOMHAIIMU C abjarueil KOIIeKCHBIX (hPaKIMOHUPOBAHHBIX
npeacepanbix anekrporpamm (K®I1D). O6bem BMemaTeabcTBa MpH pasHbIX (popmax
@Il omnpenemsercs € y4eTOM MATOTEHE3a M COBPEMEHHBIX IMPEIACTABICHUSAX O
mexanusmax @Il Tlpu mnapokcusmanbHO (opMe, TpU KOTOPOM MpeodiagacT
TpurrepHsiii  ¢dakrop uHAykiuu DI, a crenens pemoxenupoBanus  JIII
HE3HAUUTEIbHAs, JOCTATOYHO aHTpasibHOU u3omsuuu JIB. [Ipu ocransHbix popmax PII,
Ha IEPBOE MECTO BBICTYNAIOT (PAKTOphI, MOIJAEPKUBAIOLIME APUTMHIO, MPeoOIagaeT
pemoaenupoBanue JIII um gudpo3 B MHOKapae C pa3IMYHBIMH CTPYKTYPHBIMH U
(yHKUHMOHATIBHBIMA HapylleHUsMU. JlaHHbIE W3MEHeHus TpeOyroT Oosee OOUIMPHOIO
paanovactoTHoro BozzaeiictBust B JIII. OObIYHO aHTpasibHas W30JIALUSA AOMOJIHAETCS
JIMHEHUHBIM Bo3JeciicTBUeM 1o 3agHed crenke JIII, uyto, kak okumaeTcs, JOJDKHO
IPUBOJUTH K O0Jiee yCIIEIIHOMY pe3yJsbTary.

YuuThIBasi JaHHBIE BCEX BBILICIIEPEUNCICHHBIX HUCCIIEIOBAHUM, BBIABISAETCS OHA
U3 TJIABHBIX W HEPEUIEHHBIX HA JaHHbIA MOMEHT npobiem PUA — peuuausB aputMmuu.
Bbbu10 mokaszaHo, 4TO peluIMB MOKET BO3HUKATh B paHHEM (10 3 MecsEeB) U NO3AHEM
(bonee 3 MecdleB) MOCIEONEPAMOHHOM TEPUOJIE U CBA3AHO ATO, B OCHOBHOM, C
BOCCTaHOBJICHHEM MpoBeieHus B JIB. OnHo# 13 MPUYHUH 3TOTO MOKET OBITh OTCYTCTBUE
TPaHCMYPAJIBLHOCTH U roMoreHHOCTH pyoOna mociae PYA. Onnako renes peruansos OI1

SICEH HE O0 KOHIIA.

1.3 Caxapnuviii ouabem y nayuenmos ¢ pudbpuniisiyuel npeocepoutl

OpnHoil W3 aKkTyalbHBIX MPOOJEM B HACTOAIIEE BpEeMsl SBISIETCS MOAXOHA B

neyeHuu nanueHToB ¢ couetanueM ®IT u C/] 2 tuna. [To knaccuueckomy OnpeaeIeHUIo
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Cd 2 Ttuna — HapylleHUE YIJIEBOJHOTO OOMEHa, BBI3BAHHOE MPEUMYIIECTBEHHOM
WHCYJIMHOPE3UCTEHTHOCTBIO U OTHOCUTEIBHON HHCYJIMHOBOW HEIOCTATOYHOCTBIO WM
IPEUMYILECTBEHHBIM HAPYIIEHHEM CEKpPELUU WHCYJIHHA C MHCYJIUHOPE3UCTEHTHOCTHIO
win 0e3 Hee. XpoHudeckas runepriavkeMus pu CJI conpoBokaaeTcs MOBPEKICHUEM,
TUCPYHKIIMEH U HEJOCTaTOUYHOCTHIO Pa3jMYHBIX OpPraHoB, B TOM YHCIE cepAla u
KPOBEHOCHBIX cocynoB [3]. Pactymas 3a6oneBaemocts CJ/] mo BceMy MHpy IpHBeEa K
tomy, uro B 2011 r. mpumepHo y 360 MHUJUIMOHOB YE€IOBEK OBLIO BBISIBIEHO 3TO
3aboneBanue, cpean KoTopsix 95% — CJI 2 tuna. It1o uncio pactér, u k 2030 rogy
YIpOXKaeT AOCTHYbL 552 MWUIMOHOB uenoBeK. COINIACHO JaHHBIM OTEYECTBEHHOM
cTaTUCTHKH, 3a0oseBaeMocTh CJl 2 Tuna yBenuuuaetcs nocieanue 20 net (puc.l). Ilo
JnaHHbIM eBpornelickoro uccieaoBanuss DECODE HaiiaeHa nuHelHas B3aWMOCBS3b
MEKIy YPOBHEM TJIFOKO3bI TUIA3MBI Yepe3 2 vaca IOcCIie Harpy3Kd U CMEPTHOCTEIO [54].
Bce 310 mokaspiBaeT HACKOJIBKO IMIMPOKO pacupocTtpaHeH CJ/[ M HAaCKOJNBKO BaXXHO
3aHUMATbhCS M3YYEHHUEM MAIlMUEHTOB C HAPYIIEHUEM YTJIEBOJHOTO OOMEHA.

B kadectBe OCHOBHOrOo naumarHoctuueckoro kpurepus CJl BblOpaH ypOBEHb
rMkupoBaHHoro remorjobuna (HbAlc) >6,5 %. B cimywyae oTCyTCTBUSI CHMITOMOB
OCTpOi MeTabOJIMYECKON JEKOMIIEHCALMU JUAarHo3 JOJDKEH OBITh YCTAHOBJIEH Ha
OCHOBaHMM JBYX ULU(Dp, HaXOAAUMXCs B AUA0ETHUYECKOM JIMANa30He, HampuMep,
nBaXnbl omnpeaencHHasldi HbAlc wmm  omHokpatHoe ompeneneaue HbAlc +
OJIHOKPATHOE OTPEEICHUE YPOBHS IIFOKO3bl KpOBU. ONTUMAaNIbHBIM OOLIENPU3HAHHBIM
ueneBbiM  ypoBHeM HbAlIc sBuserca ypoBenb Menee 7,0%. OH 1o3BOJSIET
MUHUMH3UPOBATh MHKpococyaucTbie ocnoxkHeHus. Ilokazatens HbAlc ortpaxaer

YPOBEHb TJIMKEMHUHU B TEYEHHUE TTOCIEAHUX 2-3 MECSIEB.
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Merta-aHaJiu3 CepJECYHO-COCYJUCTHIX HCXO0JIOB, OCHOBAHHBI Ha MPOTOKOIAX
uccienoanun VADT, ACCORD u ADVANCE, mno3Boiua NpeanojokuTh, YTO
cumxenue HbAlc Ha =1% accouumpoBaHO ¢ OTHOCHTEIBHBIM CHU)KEHHUEM pHCKa Ha
15% B otHOmeHuU HedaTraabHOTO HH(apKTa MHOKapaa, HO 0e3 MPEUMYIIEeCTB B
OTHOIIICHUU MHCYJIbTA U 001el cMepTHOCTH [106]. IHTeHCHBHBIN KOHTPOJIb TJIUKEMUN
He cHu3mI puck @Il B uccnenoBanuu ACCORD. ArpeccuBHOe JieueHue auadera c
neneBbiM HbAlc menee 6% He MpUBENO K CHIKEHHUIO YacTOThI mapokcu3moB DI mo
CPaBHEHHUIO C 1I€JIEBBIM Moka3zaresieMm ot 7,0% 1o 7,9%.

[Tpumepno y 13% mnamuentoB ¢ @Il Bctpeuaercs C/0 2 tuna. Ilo pesynbraram
HEKOTOPBIX MCCIIeIOBaHUN 00HApY)uTh accormanuio CJ kak gakropa pucka pa3BUTHS
®II ne ymamocb. OmgHako, B ®pemuHreMckoMm wuccienoBannu CJI accomuupoBaH ¢
Bo3HMKHOBeHHEeM ODII kak y myxuuH, Tak u y xenud [103]. Nichols G.A. u coasr.
noka3zaiu, yto C/I seisuics npeaukropoM OII Tonbko y skeHIuH [75].

Oco6o0e BHMMaHUE 3acyXuBatoT namnueHTsl ¢ OII B cBeTe MJaHHBIX, MOJTYYEHHBIX
B HeaBHeM MHororeHTpoBoM ucciienoBann ADVANCE, B kotopoe BkiroueHo 11140
nanueHToB ¢ ClI. Ono noarsepaumno, yto @I1 otHOocuTenbHO THNMYHA 11t CJ[ 2 Tuna u
MOKAa3aJ10, YTO MIPU UX COUYETAHUU CYIIECTBEHHO MOBBIIIAETCS] PUCK CMEPTHOCTH OT BCEX

NPUYHH, CEPACYHO-COCYTUCTON cMepTHOCTH, nHCYIbTa 1 CH [106].
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Dublin S. u coaBr. mocie ob6cnemoBanus 1410 mamUEHTOB 3aKIIOYHIIA, YTO
caxapHbiii 1uabet cBszaH ¢ 40% - HpIM yBenunyeHueMm pucka pazputus @Il u uto puck
ObLI BhIIIE y OOJIBHBIX ¢ 00JIee IUTETbHBIM aHAMHE30M JTadeTa U XyAIIUM KOHTPOJIEM
ypoBHs Tiukemuu [44].

B uccnenoBanuu ATRIA mokazano, yto y mnamuentoB c¢ auaberom u DII
JUTUTEIIbHOCTh JInabeTa MOXET ObITh 0oJiee BaXKHBIM (PaKTOPOM PHCKA MHCYJIbTA, YEM
KOHTPOJIb TJINKEMUHU.

Pe3ucTeHTHOCTh K MHCYJIMHY M COOTBETCTBYIOILEE MOBBILICHUE YPOBHS ITTUKEMHH
CO BpPEMEHEM TMPOTPECCUPYIOT U MPUBOAAT K paHHEW AUCPYHKIUU SHIOTENIUS U
COCYJIMCTOMY BOCHAJIEHHUIO C BOBJICYEHUEM MOHOLUTOB, UX MPEBPAIICHUIO B IIEHUCTHIE
KJICTKM W TOSIBJICHUIO HECTaOWJIBHBIX aTepoCKiIepoThdeckux Omsmek [55,67,11].
Mertabonuueckue usMeneHuss npu CJI, pas3BuBaromuecss Onarogapss 3HIOT€HHOM
TUNEPUHCYJIMHEMUN, TPHUBOAAT HE TOJBKO K 3HJOTENUANBbHON NUCPYHKUUHU, HO U
MOPAXKCHUIO CUMITATHYECKOW W TMapacHMIIATHYCCKONH WHHepBamuu cepaua [7].
JlnabeTnueckass  HeWpomatuss M PEMOJCIMPOBAHHME  MHOKapja  Ipejcepaui
00yCl1aBIMBaIOT YMEHBLIEHUE CKOPOCTH MPOBEACHUS UMITYJIbCA U CIY’KaT CyOCTpaToM
JUIs BO3HMKHOBEHMSI Pa3JIMYHBIX HapylieHud putma cepaua [58,9]. B mureparype
OMHCAHO COYETAHHE IUAOETUYECKON KapAuallbHOM aBTOHOMHOM Helpomnatuu ¢ OII,
OJIHAKO TIOJHOCTHIO MEXaHHM3MBbl, MpoucXoisamue B Muokapjae Ha ¢one CJI, no
HACTOSILET0 BpEeMEHM He u3yudeHnl [/]. HccrnemoBarenn CKIOHSIOTCS K BEPCUM O
BIIUSIHUU HapyLIeHus YTJIEBOAHOTO oOMeHa Ha BO3HUKHOBEHUE
3JIEKTPO(U3NOIOTHYECKOTO aucOananca BcieacTBue ¢uoOposza [111]. Psaag HayuHbIX
nabopaTopuii MpULUIM K BBIBOY, 4YTO HauOoOJbllee BIUSHUE HAa PpPa3BUTUE
pEMOEIINPOBAHUE MUOKApP/Ia OKa3bIBAET HE CTOJBKO IMIEPIIMKEMHUYECKOE COCTOSHUE,
CKOJIbKO 3HaYMMBbIC KOJICOaHUsT YPOBHS TUIFOKO3bI B KpOoBH [77]. B skcriepuMeHTaIbHBIX
MOJIeNIAX ObUIO TMOKAa3aHO, YTO THIOIJIMKEMHUs YyBeJIW4YuBaeT ys3BuMocTb k PII. B
YaCTHOCTH, Ha MOJIEIM JAMA0ETHUYECKUX KPbIC, MHIYLIMPOBAHHOW CTPENTO30TOLIMHOM,
OBLJIO TPOJIEMOHCTPUPOBAHO, UTO KOJEOAHUS TJIIOKO3bl yBelWuuBarOoT yactoty ODII,

criocoocTBys (hubpo3y cepaia.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Dublin%20S%5BAuthor%5D&cauthor=true&cauthor_uid=20405332
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Uccnenoanne «Women's Health Study» noxazano, 4ro 3HaunMasi B3auMOCBSI3b
mexay CJ1 u @I, BeposTHO, OOBACHIETCS CBSI3aHHBIMH (DAaKTOpaMH PHCKa, a HE CaMOi
runeprimkeMuci [77].

HecMoTps Ha Oosibllioe KOJUYECTBO MyOIMKalUK MO KateTepHoMy JeueHuto DI,
OCTaeTCsi HEMaJo BOMPOCOB MO 3()PEeKTUBHOCTH JaHHOW MPOLEAYPHl Y MAIUEHTOB C
pa3IMyHOM KOMOpPOUAHOM MaTOJOTHUEH, OTCYTCTBYIOT JaHHBIE MO BIUSHHUIO TaKUX
dakTopoB Kak mocTosHHas anekrpokapauoctumynsanus u CH. Jlo cux mop He
chopmupoBanbl pekoMeHaanuu 1o BeaeHuto narueHToB ¢ @I, CJ] 2 tuma u CCCY,
KoppurupoBanHoro ummuiantanpen OKC. Her paHHbIX 10 1e51eco00pa3HOCTH
MHTEpBEHIMOHHOTO JedeHuss DIl y maHHOW KOTOpTHI NMAMEHTOB M €r0 CPAaBHEHUS C
MEIMKAMEHTO3HBIM MOAX00M. B intepaType He paccMOTpeHa BO3MOKHAs aCCOLAIUs
noJUMOpP(U3MOB I'€HOB KajblMii-TpaHcnopTHpyromux 6enkoB CP ¢ pa3ButueM Takux

HapyueHus putma cepauna, kak CCCY, @Il u ux coueranue.
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I'TABA 2 MATEPUAJIBI U METOAbI UCCJIEJOBAHUSA

2.1 Obwas cmpykxmypa KIuHU4eCcKo20 Mamepuaia

UccnenoBanne mnpoommwiock ¢ 2015 mo 2018 rr. ma 06aze «Hayuno-
uccienoBarenbekoro uHceturyrta Kapawomorum» Tomckoro HUMIL (mupexkrop —
akanemuk PAH Ilonos C.B.). McciaegoBanue COOTBETCTBYET THUYECKUM CTaHJapTaM
OMOATUYECKOTO KOMHUTETa, pa3pabOTaHHBIMU B COOTBETCTBUU C XEIbCHHCKON
nexkapanueil BcemupHoil acconpanyy « ITUYECKUE NPUHLMIBI POBEAEHUS HAYYHBIX
MEAMIIMHKUX UCCIIeI0OBAaHUM C yyacTHeM uenoBeka». [IpoTokon uccnenoBanus oqo0peH
JOKaJIbHBIM KOMUTETOM 10 OuomenuuuHckod »stuke npu HHUW  Kapaumonoruu,
npotokon Ne 139 ot 18 Hosa6pst 2015 r. [TanmenTamu, BKIIIOUEHHBIMU B UCCIIEIOBAHUE,
HOJIMMCAaHO MH(OPMUPOBAHHOE COIJIaCHE HA yJacTue.

Kputepun BkitoueHus: Bo3pact oT 18 1o 95 ner, Hann4ue JOKYMEHTUPOBAHHOM
nepcuctupytomeid gopmel @II, Hanuuume noxkymeHTupoBaHHOM auchyHkuuu CVY,
caxapHblii 1uabet 2 tuna. Kpurepun UCKIIOUEHUS U3 UCCIIEI0BAaHUs: HAJIMYUe TpoMbOa
B ymke JIII, Tsokemast comyTcTByrOIIash MaToJOrWs, HEBO3MOXHOCTh OOECIeUYHBAaTh
NAlMEHTOM (QYHKIWU TEJIEMOHUTOPHUHIA.

B wuccinenoBanue ObuUto BKIOUEHO 159 manueHTOB, MPOUIEANINX JICYCHUE B
OTZIEJICHUN XUPYPrUYECKOro JIEYEHHUsl CJOKHBIX HapylIeHW puTMa cepaua u
anexktpokapauoctumyssiuni - HUWM  Kapauonoruun. KnmHuueckas xapakTepucTuka

Ipe/CcTaBlIeHA B Ta0IMIE 2.
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Ta6nuna 2 — O0mas KIMHUYECKas XapaKTePUCTHKA allMeHTOB

[TokazaTenpb n (%)
1 2
KonudecTBo manueHToB 159
My >KIHHBI/ KEHIIAHBI 90/69 (56,6/43,4)
Cpennuii Bo3pacr, jet (M+SD) 58,9+14.,8
OcHoBHOE 3a00JI€BaHUE:
NBbC 24 (15,0)
I'b 45 (28,3)
Coueranue UBC u I'b 56 (35,2)
Nanonatnueckas OI1 34 (21,5)
@K XCH:
I 51 (32,0)
I 70 (44,0)
i 17 (10,7)
JlmutensHOCTh aHaMHe3a DI, net, Me(Q1-Q3) 3,0 (2,0-4,0)
CHo 28 (17,6)
I'mukupoBanHblil reMorioouH y nanuenToB ¢ CI1, % (M+SD) 6,9+0,48
HexkapauaiibHasi COMyTCTBYIOIIAS TATOJIOTHS:
[TaTosorust OpraHoOB MUIIEBAPEHUS 91 (57,2)
[TaTonorust OpraHoB JBIXaHUS 13 (8,2)
[TaTosorust OpraHOB MOUYEBBIBOISIICH CHCTEMBI 30 (18,8)
[TaTonorust OMOPHO-IBUTATEIBHOTO armapaTa 39 (24,5)
[aTonorus neHTpaIbHOW HEPBHOW CUCTEMBI 30 (18,8)
[TaToyIorus MUTOBUIHON KEJIE3BI 44 (27,7)
OxwupeHue:
| cr 32 (20,1)
Il cT 12 (7,5)
Kinacc EHRA:
I 7(4,4)
I 40 (25,1)
i 112 (70,4)
Pazmep JIIIT 41,6+5,1
@B JIXK, % (M+SD) 65,2+7,1
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Tabauya 2 npoodosicerue

1 2
IMTauuenTtos ¢ T'JDK 24 (15,0)
AHTHApUTMHYCCKAs TEPAIUs BO BPEMS TOCITUTATN3AIUH
AMHOIapoOH 57 (35,8)
Coraion 41 (25,8)
[Tponadenon 19 (11,9)
bera-0mokaTopsl 19 (11,9)
AnmanvuHuH 1(0,62)
AHTHKOAryJISTHTBI 128 (80,5)

[Tpumeuanus — UBC — uimemunyeckas 6one3np cepaua, I'b - runepronnueckas 6one3nb, K XCH —
(GyHKIIMOHATBHBIN KJIaCC XPOHUYECKOM cepaeuHoi HenocTarounocty, JIIT — neBoe npeacepaue, OB
JOK — ¢dpaxmus BeiOpoca neBoro xemynouka, ['JDK — runeprpodus nesoro xenynouka, EHRA —
European Heart Rhythm Association (EBporeiickas acconmarius CEpae4Horo puTMa).

Cpennuii  BO3pacT TMAlMEHTOB, BKIIOYEHHBIX B HCCJIEIOBAHUE, COCTABHII
58,9+14,8. Uytp Oosbire mojoBuHB cocTaBmiim MyxurHbl — 90 (56,6%). B xauectBe
OCHOBHOT'O JiMarfo3a yaiie Bcero ¢urypuposaio coueranne UBC u I'b — 56 (35,2%),
HeMHoro pexe usoympoBano I'b — 45 (28,3%), UBC nabmomanace y 24 (15,0%)
OonbHBIX. Y 34-x manueHToB (21,5%) ycranosieH quarHo3 uauonatudeckas OI1. XCH
pa3nuuHbIX (QyHKIHOHAIBHBIX KiaccoB mo NYHA aumarnoctuposana y 138 (86,8%)
nanueHToB, y 21 OonbHOro mnpusHakoB XCH He Obuto. Cpenu COMyTCTBYIOIICH
MaTOJIOTUHM dYallle JPYruX BCTpeyajgach MATOJIOTHS CHUCTEMBI mnuineBapenus — 91
(57,2%), mnartomorus AbIXaTeabHOW cHCTeMbl BbIsBIcHa y 13 (8,2%) Oo0ibHBIX,
moueBbIBosMIeH cuctemsl — y 30 (18,8%), omopHo-aBUTaTeIbHOrO ammapata — y 39
(24,5%), xpoHHueckas MaToOJOTHs ICHTpadbHOW HepBHOW cuctembl — y 30 (18,8%)
00bHBIX. DAKT TOKYMEHTHPOBAHHOTO MOATBEPKIESHHOTO MEPEHECEHHOTO B MPOIILIOM
UIIIEMUYECKOTO MHCYIbTa Habmonances y 3 (1,9%) nmanueHToB.

B wuccienopanne BrimoueHo 28 (17,6) mammentoB ¢ CJI 2 Tuma, W3 HUX C
notpeOHocThi0 B uHCyauHe — 2 (1,8%), cpemHuii ypoBEHb TNIMKHPOBAHHOTO
remornioouna y ymrn ¢ CJ[ 2 tuna 6,9+0,48%%. Cpennuii mokasarenb craxka auadbera
coctraBui 3,3+1,2 roga. M3 11 GosbHBIX ¢ [UaOETOM ceMepo MMENH 1eJIEBOM YPOBEHb

TIIMKUPOBAHHOTO reMOTIJI00MHA.
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JurensHocts aHamue3a PII cocraBuna 3 (2,0-4,0) roma, AIUTEIBHOCTH
apOKCHU3MOB OblIa pa3JIMYHON OT 5 MUH. 10 HECKOJBKHX CYT. Y 7 (4,4%) 6osbHBIX DIT
uMena OeCCHMIITOMHOE TEYEHHE, KOTOpoe OBLJIO0 JOKYMEHTHPOBAHO 10 JTaHHBIM
cyrouHoro wmouutopupoBanus OKI' (CM-DOKI). B kadectBe aHTHapUTMUYECKON
npodpuiaktuaeckord Tepanuu 57 (35,8%) manueHTOB WCIONB30BAIM aMuonapoH, 41
(25,8%) — coramnon, 19 (11,9%) — nponadenon, 19 (11,9%) — Oera-0a0KaTOPHI, OJUH
(0,6%) — ammanuanH. Ha MOMEHT TOCHHUTANHM3AllMH AHTUKOATYJISHTHYIO TEpPAITUIO
npuanMan 128 (80,5%) nanueHTos.

['uneptpoduio nesoro keaymouka (IJDK) wmmenun 24 (15,0%) mnanuenTa,
nepenne-3aauuii pasmep JIII mo naHHbIM 3XoKapAauorpauu COCTaBUI B CpPEIHEM
41,6£5,1 mm, dpakuus BeiOpoca JOK (OB JIK) — 65,2+7,1%.

[Ipu mnocTymieHuH B KIMHUKY [alUEHTaM TPOBEACHO OOIICKINHUYECKOE
oOclieioBaHue, OOIIME aHAIU3bl KPOBM M MOYHM, OMOXMMHYECKHUM aHalu3 KPOBHU C
U3MEpPEeHUEM ToKazaresiel 00Iero XOoJecTepUuHa, JUMONPOTENHOB BHICOKOM, HU3KON U
O4YEHb HM3KOM IUIOTHOCTH, Koaryjorpamma, perucrtpauuss OKI' B 12 craHmapTHbIX
OTBEACHUSX, TPAaHCTOpaKajdbHas U upecnuiueBoHas sxokapauorpadpus (OxoKI'). Bee
JUArHOCTUYECKHE ¢ JIeueOHBbIE MPOUEAYPhl MPOBOIWINCH B COOTBETCTBUU C
YTBEP)KICHHBIMUA  CTaHAApTaMH MEIUIIMHCKOW TMpakTUKU. JIMarHo3 OCHOBHOTO
3a00J€BaHUsl YCTAaHABIMBAJCS HAa OCHOBAaHUM KIMHUYECKOTO OOCIETOBaHUS: Kajoo,
aHaMHe3a, (PU3UKATLHOTO OCMOTpPA, PE3YJIbTaTOB Ja00OPATOPHBIX U HHCTPYMEHTATBHBIX
METOJIOB HCCIICOBAHNUA.

Huaruno3 CCCY 0bUT yCTaHOBIIEH MO KOMIUIEKCY TaHHBIX: KIMHUYECKUA 3HAUUMON
(COTPOBOXKIAIOIIMICS TOJIOBOKPYKEHHEM, CHHIpoMoM Mopransu-Anamca-CTokca)
OpaauKapauu WIM may3aM B puTtMme cepana 6osee 3 ¢ mo ganaeiM OKIT umn CM-DKIT',
[Tpu orcyrcTBuu npusHakoB auchyHkuuu CY mo IKI', mpoBoauiIoCch YpeCnuIIeBOIHOE
anekTpodusnonornueckoe wuccinenopanue (UIIDDU) ¢ wucnonpzoBaHuem npoodbl ¢
BHYTPUBEHHBIM BBeJ€HUEM aTtponuHoM. JluarHoctuueckumu kputepusimu CCCY
CUUTAJIOCh BpeMsl BOCCTaHOBJieHUs (yHKIUMU cuHycoBoro y3ma (BBOCY)
npessimatomiee 1600 mc, a koppurupoanHoe BBOCY (KBBDCVY) Gonee 525 mc Ha
mo6om u3 stanos UTTDDU.
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CyTo4HOE MOHUTOPUPOBAHUE MPOBOAWIM C HCMOJb30BaHWEM cucteMbl OKI
Memoport-4000 (Marquette-Helige, I'epmanus) u MedilogHolter (Oxford Instruments
Medical, CIIIA). Bo BpeMs mpoBeficHHsT MOHUTOPUPOBAHHS MAITUCHTHI BEIU THEBHUK,
r7ie OTMEYasu >KajoObl, CHMIITOMBI, BUJl JESITEIILHOCTH, MPUEM JIEKapCTB, BpEMs CHa.
AHanu3 pe3ysbTaTOB MCCIENIOBAHMS BBINOJIHAJIA B COOTBETCTBUHM CO CTaHAAPTHBIM
MIPOTOKOJIOM.

Bo BpeMmsa rocnuranm3anii U3MEpSUICS POCT M BEC NALMEHTa, ONPEAEIIsIICS
nHnexc Maccs Terna (MMT) mo gopmyre: UMT = m / h% rae m — macca tena B kr, h —
poct, M. IHTeprnpeTanus nokasaTess BbIIOJIHIACH COTIIACHO pekoMeHaanusaMu BO3:

16 kr/mM*> 1 MEHee - BbIpAXKEHHBIN Je(DULIUT MACCHI TEIA;

16 — 18,5 kr/m? — Hemocrarounas (aedunuT) Macca Tena;

18,5 — 24,99 xr/m? — Hopwma,;

25 — 30 kr/m? — M30bITOYHAs Macca Tena (IPeIoKUPEHIE);

30 — 35 kr/m? - OxupeHue nepBor CTENeHH;

35 — 40 kr/m? - OxxupeHne BTOPOH CTETICHH;

40 u 6onee — OxxupeHue TpeThel cTerneHu (MOpOUIHOE);

Y Bcex HcclenyeMblX BbIIOJIHEHA oneHka Tsbkecth XCH, cormacHo
KJ1IacCU(UKaIUU Hb}O-fIOpKCKOﬁ Accouumarnuu cepana (NYHA) npu nomonu tecra 6-
MUHYTHOM XOJh0BI. AHAJIN3 PE3yIHTATOB OCYIIECTBISUIM MO CIEAYIONUM KPUTEPUSIM:
IpU NpOXOoXxKAeHUU 3a 6 MuHyT Oonee 551 M — He umenu npuszHakoB XCH, ot 426 no
550 M — @K I, o1 301 1o 425 m — ©K I, ot 151 o 300 m — @K 111, menee 150 m — OK
V.

OxoKI" BemonHsm ¢ ucnonb3oBanueM ammapara Philips HD15 (Hunepnanmasr)
U3 CTaHJAApPTHBIX MO3UIMI ¢ onpeneneHneM ¢pakiuuu BeIOpoca jieBoro xemyaouka (OB
JIK), xoTopast paccuMThIBajJach Kak OTHOLIEHHUE KOHEYHOI'O CUCTOJIMYECKOr0 00beMa K
KOHEYHOMY JMACTOJIMYECKOMY OOBEMY W BbIpa)kajiach B IpolleHTax. Bcem OoIbHBIM
onpenesnsui nepease-sagaui pazmep JII1 u3 yetsipexxamepHoit no3unuu B MM. MHeke
Macchl MHUOKap/a BBIUMCISJICS Ha OCHOBAaHUHM JBYMEpPHOM 3Xokapauorpadpuu. Maccy
MUOKap/la pacCuuThiBaid 10 (dopMmyne «miomaas-mmHay (A/L) u mo moxaenu

yceaendoro oaumncounaa (TE). Mamexkc wmaccel MuoOKapaa MpeACTaBiIsl  coOou
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OTHOLIEHUE MACChl MUOKap/a K IJIOLIAIM MOBEPXHOCTH Teja. 3a HOPMY MPUHUMAIHUCH
CII/yIOLINe TTOKA3aTe Tl MHACKCA MacChl MHOKApAa: y MykK4HH — cpemmee 71 r/m?,
BepXHsS TpaHuna 94 T/M°, y KeHIIHH — cpenHee 62 r/M°, BepXHss rpanuna 89 r/m’.
VYAbTpa3ByKOBbIE  HCCIEOBAaHUS  Cepllla ObUIM  BBIMOJIHEHbI B  OTJIEJICHUU
yJIbTPa3BYKoBOUM U PyHKIMOHANBbHOU nuarHoctuku HUU Kapnuonoruu (pykoBoauTesnb
OTHeNeHus — I-p Mell. Hayk, podeccop A.A. CokoJioB).

[Tocne obcnenoBanusi U YCTAaHOBKHM JAMarHo3a marueHtaMm ¢ auchyakiueit CY
Obl1 MMIUIaHTHpPOBaH JByxKaMmepHblii DOKC. Bropeim 3Tanom BeinonHeHo BCOOU u
paguouactoTHas abnanusa @PII. B panmpHelimeM OCYIIECTBISIOCH JIUHAMHYECKOE
HaOJII0/IeHNe B TeueHHue 12 Mec ¢ MOMOIIbIO YIaJI€HHOTO TEJIEMOHUTOPUHTA.

2.2 'enemuueckuti ananus

['enernyeckue mnpoObl Opaianch Ha OCHOBE JOOPOBOJIBHOIO COIJIacusi Ha
reHeTuueckue uccienoBanus. [lomyueHHble 00pa3ibl XpaHUIUCh U 00pabaThIBAIUChH B
7abopaTopur  MOJICKYJIIPHO-KJIETOYHOM TmaTojiormu W TeHoauarHoctukun HUU
Kapaunonorun Tomckuit HHWMII. Jloctym K JaHHBIM HMMEN HCCIEAOBATENb U
COTPYAHHMKH J1a00paTOPUH, BHIMOIHSIONINE TEHETUUECKUI aHAIN3.

[Ipu mocTymiieHn BceM MallMeHTaM BBITIONHAJICS 3a00p KpOBU U3 KyOUTaJIbHOU
BEHbl B MPOOMPKY C OSTHICHIMAMUHTETPAYKCYCHOW KUCIOTOM. Jlyisi BblaeneHus
ne3okcupubonykiaernHoBoi kucinoTel (JIHK) ucmons3oBanu oOpasiisl 1e5HONH KPOBH, a
caMy TpoIeAypy OCYHIECTBIISUIM C MOMOIIbI0 Habopa peareHToB «Wizard Genomic
DNA Purification Kit» («Promega», USA) no npennaraemomy ¢pupMoi npotokoiy. B
crepuibHbie TTpoOupku 1,5 Mxn gobasmsamu k 900 mxn Cell Lysis Solution 300 mkn
KpOBU M IEepeMENINBaIN nepeBopaunBaHueM. MHkyoupoBanu B Teuenue 10 MuH npu
koMHaTHOU Temriepatype. Llenrpudyruposanu npu 13000g B Teuenue 20 c. Ynpansnu
CyNEpHATAHT, OCTaBUB OKOJO 20 MKJ, M peCyCHEeHAUPOBAIN OcaloK Ha Boprekce. K
pecycnienaupoBanHoMy ocaaky go6aBunum 300 wmkn Nuclei Lysis  Solution,
MUTIETUPOBANIN, TIOKA pacTBOp He craHeT Bs3kuM. J[ob6aBunm 1,5 mxn RNase Solution,
aKKypaTHO TiepeMelaiyd TepeBopaunBanuemM 5-6 pa3. MukyOupoBamu B TedeHue 15
muH B Tepmoctate mpu 37°C. Jlo6amma 100 mxm Protein Precipitation Solution.

[lepememmBanu Ha BopTekce B TeueHue 15 cek. llenTpudyrupoBamu npu 13000g B
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teuenue 3 muH. [lepenocunu cynepratanT (300 Mki) B HOBYIO IpoOupKy. JloOaBmsiian
300 MKJI H30MpOIIaHOJA M NEPEMEIIAIN, OCTOPOKHO MEPEBOPAUNBAs, O IOSABICHUS
nutet [IHK. Lentpudyruposamm npu 13000g B Teuenwe 1 wmuH. VYpamsaiu
cynepnarant. Jlo6asmsmu 300 mkxa 70%-HOro sTaHoJia, XOpOIIO OOMBIBAIM CTEHKHU
npobupku. Llearpudyrupopamm npu 13000g B Teuenne 1 muH. YOupanu cynepHaTaHT,
He 3azeBas ocaqok. [lepeBopaurBaiy MpoOUPKU HA YUCTYIO (PHIIBTPOBAIBHYIO Oymary,
noacymuBanu B teueHne 10 mun. Jlo6aBmsum B mpodupky 100 mxn DNA Rehydration
Solution. Muky6upoBamu B Tedenue 1 1 npu Temmeparype 65°C.

[Tomumepasznyro nennyro peaknuto (ITLP) npoBoaunu ¢ ucnonab3oBaHUEM
npaitmepoB u 30H10B FAM u HEX, cunrtesupoBannbix OOO «Tectl'en» (Poccus).
Kaxmoe IILP uccnenoBanue coctosuio u3 Tpex sramnos. 1 — [MIIP-ammmudukanus; 2 —
payH[ TeMIEepaTypHOro IUIABJICHUS NYIJIEKCOB; 3 — UHTEpIpeTalus pe3yiabTaToB. Bcee
stansl ocyuiecTBsuiM Ha ammuidukarope AT — 96 (JHK-Texnonorusi, Poccus). C
npobamu JIHK mpoBoauiancey peakiuu aMuiM@puKanui y9acTKOB TeHa B PEaKIIMOHHOM
Oydepe npu nmomomnm cnenupuyuHbix K 3tuM yuyactkam JIHK npaiimepoB u gpepmenta
Tag-nmonumepasel. [locne oxonuanuss [P mnpoBoauics payHI TeMIiepaTypHOTO
TUTABJICHUS JIYTUIEKCOB, OOpa30BaHHBIX AaIUIMKOHAMH W CUTHAJIBHBIMU 30HJAMH, B
pe3ynbTaTe 4ero M3MEHSJICS YPOBEHb (DIFOOpPECUHEHIMH, KOTOPbIA (PUKCUpOBAICS U
MPEICTABIISICA NMPOTPAaMMHBIM obecrieueHneM aMmruiddukaropa B Buje rpaduka. Ecimu
CUTHAJbHBIA 30HA ObUT 4YacTMYHO KoMiuieMeHTapeH JIHK-mumenu, temmnepatypa
IUTaBJICHUST TAKOTO MAyIUIeKca Oblla HUXKE TEMIEepaTypbl €ro IUIABJIECHUS B CIydae
MOJHOM  KOMIUIEMEHTApHOCTH  30HAA. MHTeprperanuss pe3yiabTaTOB  aHaIU3a
POBOJMIACH HA OCHOBAHMM TEMIIEPATyphl IJIABJICHUS CUTHAIBHBIX 30HJIOB. Y CIOBUS
aMIUTM(UKAIIMKY, TEHOTUIIBI M TEMIEpaTypbl IUIABJICHHS JIi TPEX pa3HbIX TEHOB
yKkazaHbl B Tabnuie 3. ['eHeTHMUeckue WUCCieIoBaHMs MPOBOAMINCH B JabopaTopuu
MOJICKYJISIPHO-KJIETOUHOM martonoru W reHoaumarHoctuku HUW  Kapnauosoruu
Tomckui HUMI] (pykoBoauTenb - JOKTOP MEIMIIMHCKUX Hayk, mpodeccop C. A.

AdanacneB).
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Tabmuma 3 — VYcnoBus ammiuuKalnuyd, TEHOTHIBI U TEMIIEpaTyphl IUIaBJICHUS
NPOAYKTOB aMIUTM(PUKAIIMK JJIsI TPEX Pa3HBIX T€HOB KaJbLUN TPaHCHOPTHUPYIOIINX
CUCTEM.

I'en YcnoBust aMIun(puKaum I'eHoTunsl M TemmnepaTrypsl IUIABJICHUS
IPOAYKTOB aMIUIU(PUKALIUH

CASQ2 rs6684209 | meppast menarypamus npu 96°C B | C/C T/C TIT
Teyenne 2 wmuH;  3ateM S0 FEAM [HEX | FAM [ HEX | FAM [ HEX
wakos: 95°C — 30 ¢, 67°C ~30 555453 (56,8 | 54,0 | 47,0 | 54,0
C; 25°C — 30 C; IOCJIEeIHUN ’ ’ ’ ’ ' ’
curtes nemu 50 mukios 25°C —
I5c.

RYR2 rs3766871 nepsast gerarypanus npu 80°C B | G/G G/A A/A

. 0
Tederie 2 Mik; 94 © = 5 MIH, "EAM THEX | FAM | HEX | FAM | HEX

3aTeM 5 IMKIOB 94°C — 30 c;
67°C — 15 ¢: 3atem 45 HUKIOB 38,1 |48,7 | 46,3 | 48,7 | 46,3 | 38,3

94°C — 5 ¢; 67°C — 15 ¢; 25°C—
30 c; mocneaHui cuHTe3 nenu 50
LIUKJIOB 25°%C —15¢c.

ATP2A2 nepBas geHarypamus npu 95°C B | A/A AlG G/G
rs1860561 Teyenue 2 wMuH; 3areM S0 FAM | HEX | EAM | HEX | EAM | HEX
uc1os: 94°C — 15 ¢, 67°C —60 279 (373 | 448 | 485 |38,6 |484
c; 25°C - 30 c¢; nocnennuii ’ ’ ’ ’ ' ’
cuate3 1enu 50 HUKIOB 25°C —
15c.

[Tpumeuanus — CASQZ2 — ren kanbcekBecTpuHa, RYR2 — ren puanoannoBbix penentopos, ATP2A2
— ren Ca?*-AT®-asp. FAM u HEX — 30H/15I amrtuukaTopa

JUist BBISIBIEHUS acCOUMalMUd ApPUTMUNA C MNOJUMOPPU3MOM T'€HOB KaJbLUM-
TpaHcnoptupytomux  O6enkoB  CP  ucnonb3oBaHa  rpymnma  HalUeHTOB  0Oe3
JOKYMEHTUPOBAHHBIX HapylieHu putMma cepama 50 demoBek. Y BceX MaIMEHTOB
KoHTpoibHOUM Tpynmbl Obi1a UBC, cpegnuit Bozpact 61,0+£9,0 ner, uz nux 38 (76%)
myxkunH. 17 (34%) Oonbubix umenu CJI 2 tuna Cpemgnuit mokazarens ®B JIK —
50,38+12,6%, munaramuio JIII mo manabeiM Oxo-KI' mmenu 16 manueHTOB, CpeaHUi
UMT cocrasun 29,1+6,2 kr/m®, 38 (76%) GonbHBIX TepeHecin HHAPKT MHOKapa, 9
u3 HUX (18%) umenu noBTopHbId HHPapKT. Uurudutropsr AIID nomydanu 22 namnueHTa
(44%), 6eTa-01mokatopel — 25 (50%), ctatunbl — 28 (56%), acupun — 25 (50%).

2.3 Texnuxa umniaumayuy 31eKmpoKapOUOCmuUMyisAmopa

Bce nuarnoctuueckue u jeueOHble MPOUEAyphl MPOBOAMWINCH B COOTBETCTBHUH C

YTBCPKACHHBIMH CTaHAApTaAMH MCI[HHHHCKOﬁ IIPAKTHUKH. HOI[FOTOBK& K OIICpalik HEC
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oTiMyanach  OT  oOumienpuHsTod. Onepanuio  OPOBOAWIA B CTEPUIbHON
pentreHomnepaonHoil. [loxg mecTHON MHOUIBTPAIMOHHON aHecTe3uel HOBOKAUHOM
WJIU JIMJIOKAUHOM BBITIOJHSIJICS pa3pe3 KOXKU U MOJKOKHON KJIETUYATKU B MOIKIFOYUYHOM
obnactu. JIBaxabl OCYIIECTBIISJIACH ITYHKIUSI MOAKIIOUYUYHOW BEHBI, Yepe3 KOTOPYIO
NOOYEPENHO YCTAHABIMBAINCH WHTPOJBIOCEPHI, IPOBOJMIUCH MPEACEPAHBIA U
YKEITYyIOYKOBBIM 3leKTpoAbl. [lociae 3TOro WMHTPOABIOCEPHI YIANSIUCH. DJIEKTPOIBI
bukcupoBamuck B pane u npucoeauHsumch K DKC. B moakoxHO-XKUPOBOH KIIeTYaTKE
dbopmupoBanoch oxe, kyaa nomertancs DKC. Pana ymuBanack mociIonHO.

Bce VMMILIAHTUPYEMBbIEC OKC oOnaaanu byHKUMEH YAQJIEHHOTO
TeJIeMOHUTOpUHTA. [IporpaMmupoBaHne YCTPOMCTB OCYIIECTBISIIM HA CIEIYIOUIUN
JIeHb T0Cjie UMIUTaHTauu. [IporpaMmMupoBanne BBIMOIHSIOCH CTAaHAAPTHBIM 00pa3oM
JUISL TIAIMEHTOB C JUCOYHKIMEH CHUHYCOBOTO Yy3Jla M COXpaHEHHOW (QyHKIUen
ATPUOBECHTPUKYJISIPHOTO (AB) MIPOBEIACHUS. Brimonssnuch IIPOBEPKU
YyBCTBUTEIIBHOCTH JJIEKTPOJOB, MOPOrOB CTUMYJISILUHM, HMMIIEJAHCA 3JIEKTPOJIOB.
[TapameTpsl AB 3aepKKku yCTaHABIMBAIUCH TAKUM 00pa3oM, YTOObI MUHUMU3UPOBATH
JOJIF0 CTUMYJISILIUM JKEITyJOoukoB. Tak ’ke€ Mpu MpOrpaMMHUPOBAHUU AKTUBHPOBAIACH
GyHKIUS —~ TEJIEMOHMTOPUHTA, C  IOMOIIbIO  KOTOPOM  MPOBOJAMIACH  OLIEHKA
appexktTuBHOCTH PUA ®II. OneHuBanuch Bce COOBITHS, CBSI3aHHBIE C TaxXUKapIHUEH,
KOTOpBIE OMPEAEISUINCH MO MPEACEPAHOMY KaHaiy, JOJISI CTUMYJIALUU NpeAcepauil u
KEITYJOUKOB, €KEMECIUHO PETUCTPUPOBAITUCH SHAOTPAMMBI.

2.4 Dnexmpogusuonocuueckoe ucciedosarue U paouoyacmomuas aoaayus
dubpuniayuu npedcepoutl

Ilong ~ MenuKaMEHTO3HOM cegauuMed W TOJA MECTHOM HWHOUIBTPAMOHHON
aHectesueid mo metony CenpauHTepa TPWXKILI MYHKTUPOBAIACH TpaBas OeapeHHas
BCHA, YCTaHaBIMBAJIOCh 3 WHTpojabiocepa 8 Fr, 6 Fr u Fast-Cath 8,5 Fr. Uepes aBa
NIEPBBIX B IMOJIOCTh CEep/lla MPOBOAUINCH uieKTpoabl-kaTeTepbl, NaviStar ThermoCool
3,5 mm (Biosense Webster, CIIIA) u 4-nonrocHbiit quarnoctudeckuii Viking (Boston
Scientific, USA). Iloxm xonTposieM upecnuiieBoganoro 2Ixo-KI' myHKTHpoBau
MEXKIIpEICePAHYIO TIeperopoAKy mpu nomoinu uHTpoastocepa Fast-Cath 8,5 Fr u urisr

BRK-1 (St. Jude Medical, CIIIA). Ilocne wero B JIII mpoBogunuch abialOHHBIHN
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anexktpoa W 1upKymsapHeii Lasso (Biosense Webster, CIIIA). Ilocne nyHKuuu
MEXIMpEACepAHON TMEePEeropoAKHd HauMHajdach HHQY3Us TemapuHa ¢ MOAAEp>KaHUEM
noka3aTelsi akTUBUPOBAHHOTO BpeMsI CBEPThIBaHUs B TeueHue Beeil onepannu 300-350
C.  OnexkTpo(U3HOIOTMYECKOe  HUCCIECJOBAHME  BBINOJHAJIOCH Ha  allllapaTHo-
IPOrpaMMHOM KOMIUIEKcE «InkapT» («OnekTpomyibey, Poccus). AHatomuueckas
PEKOHCTPYKIUS JIII IPOBO/INJIACH C UCIIOJIb30BaHUEM TPEXMEPHOI1
Hedmoopockormmueckoir  cuctembl CARTO 3 (Biosense Webster, CIIIA) ¢
npumeHeHueM FAM texHonoruu. LIMpKyIsSpHBIA AIEKTPOJ MOMEIIAIN [TO0YEPEIHO B
kaxayro JIB, peructpupoBaiiv 31EKTPUYECKYIO0 aKTUBHOCTh B HHMX. PaguoyacTOTHYIO
PHEPrUI0 HAHOCUIW C NPHUMEHEHHEM paauovacToTHoro aectpykropa RF100-TZ
(«DnexTpomynbe», Poccust), ¢ KoHTposieMm mo MomHocTH — 45 BT u Temmeparypoii
50°C. Opouerne nposogun Hacocom CoolFlow Pump (Biosense Webster, CILIA), co
ckopoctbto 17  mu/mMuH. [lpoBoamnu  moToueyHoe  (POPMHUPOBAHUE  JIUMHUUN
PaZOYacTOTHOIO MOBPEXKACHUS, IyTEM HENPEPHIBHOIO HAHECEHUs PaJnO04acTOTHOMN
sHeprun. BpeMs HaHeceHHs >Hepruud B Kaxaoi Touke coctaBmmio 20 — 30 c, mo
YMEHBIIICHUS MPEICEPAHOTO MOTeHIrana. [IpoBoaniIn paguoyacTOTHYIO AECTPYKITHIO
BOKpYT' KaxkJ1oro ycThs JIB, orctynas ot Hee Ha 0,5-1 cM. B HekoTOphIX cityuyasx, mpu
BIIAJICHUH JIEBBIX WIU TIPaBbiX JIB oOmIMM KOJJIEKTOPOM, BBIMONHSIACH M3ossius JIB
HOTIAPHO.

3areM (GopMUPOBaNU JMHEHHBIC TOBPEXKACHUSA O TPaHUIE KPBIIIM W 3aHEH
crenku JIII Mexnay ycTeaMu npaBoi U JeBor BepxHuX JIB, 3arem mo rpanune 3agHen
creHkn U aHa JIII mexnay yctesimu npaBod U JieBOM HWXHUX JIB, 3atem mo 3amHen
CTCHKE MEXIy JABYMs TMPEABLAYIINMH JUHUSAMH. JIuHEeiHbIe anmiukanud Ha
MUTpabHOM HcTMyce (PucyHok 2).

[Ipu HE0OXOAMMOCTH MPOBOAWIN dJEKTpUUecKyto kapauoBepcuto (OKB) mis
BOCCTAHOBJICHHsI CHHYCOBOTO puTMma. [locie dhopmupoBaHus BcexX JTHHHMA, TPOBOIAMIN
KOHTPOJIb UX TOJHOLUEHHOCTH, CTUMYJIHPYS H30JUPOBAHHBIE YYaCTKH, MpH
HEOOXOJMMOCTH OHH HM30JIMPOBAIUCH TOBTOPHO. OJIEKTPOIBI WU HWHTPOABIOCEPHI

YAaJsId, HAKJIaAbIBAJIW AABALTYIO ITOBA3KY, IICPEBOAMIIN B IIAJIATY Ha6J'IIOJICHI/I$I.
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Pucynok 2. ®parMeHT  BHYTPUCEPAECHYHOIO  BJIEKTPOPUIUOIOTHUECKOTO
uccnenoBanus (BCODU). TpexmepHas pekoHCTpyKIus JeBoro npeacepaust (FAM
TEXHOJIOTHUS). AHTpajabHasi U30JISIUS JIETOYHBIX BEH, JIMHEHHBIE BO3JCHCTBUS IO
kpbiie JIII, 3aaHel CTeHKE M Ha MUTPaJIbHOM UCTMYyCE. A — JieBasi Kocasi MO3UIUS;
b — Bun c3aau

2.5 Cmamucmuueckas oopabomka

CratucTHYeCKHil aHalu3 MPOBEIECH C KCIHOJIb30BAHHEM IIAKETa MPOrpaMm
Statistica for Windows 10.0 (StatSoft, CIIA). Jlns OIEHKH HOPMAaIbHOCTH
pacupeneneHus npusHaka npuMeHsim kputepuil lllanmupo-Ywunka. Ilocne mposepku
MPaBUJILHOCTH PACIIPECIICHUS TaHHbIE OBLIU MPEACTABICHBI KaK CpPEeHEE 3HAYCHUE U
CTaHAApTHOE OTKIOHeHHEe OoT cpeaHero (M#SD). CratucTuyeckyro 3HAYUMOCTh
MEKIPYIITOBBIX PA3IHUHil KAYECTBEHHBIX TOKA3ATECH OLICHHUBAIIN C TIOMOLIBIO ¥ ~TECT.
CrarucTuyeckass 3HAaUYUMOCTh MNPUHUMAJACh € ydeToM mnonpaBku bendeponu. Jlns
OLICHKM JOCTOBEPHOCTH PAa3IMYMi HE3aBUCHUMBIX BBIOOPOK MCIOJIB30BAIM KPUTEPUI
Manna-YutHu. HenpepbiBHbIE [aHHbIE TNPEACTABICHbI 3HAYEHUEM MEIUAHbl H
kBaptuiiei [Me(Q1-Q3)]. [lnst cpaBHHUTENBHOIO aHaAIHM3a HEMPEPBIBHBIX MEPEMEHHBIX
ucnoiap3oBaiu  Kpurtepun ManHa-Yutau wu  Kpackena-Yomnuca. OLeHKY J0JH
MAIMEHTOB, Y KOTOPBIX HE Mpou30nuio coositue (peuuaus OII), mis moboro MoMeHTa
BPEMEHHU B TE€UYEHHME BCEro mnepuojia HaOJIOJEHUS] MPOBOJWIM C IPUMEHEHUEM METOAA
Kamnana-Meliepa. Jlyisi OLEHKM OTHOIIEHWUSI WHTEHCHUBHOCTEM pPHCKa B TpymNIax B

a000i1 MOMEHT BpeMEHHM HAOJIOJIEHUsS pPACCUUTHIBAIM OTHOUIEHUE IIAaHCOB U
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JIOBEPUTEIIBHBIN MHTEPBAJI C IIOMOLIBIO PETPECCHOHHON MOJEIM NPONOPLHHUOHAIBHOCTH
unTeHcuBHOCTH Kokca. BreisiBiaenne mnpeaukTopoB 3()(EeKTUBHOTO OmMepaTUBHOTO
JeYeHusl OocyllecTBIsM ¢ nomoibto aHanuza ROC kpusbix. s omnpeneneHus
accouuanuy noJuMop(dusma reHoB ¢ pa3BUTUEM HapyLICHUN pUTMa Cep/lia pacCuuTaH
nokazarens oTHomeHus: maHcoB (OR). Ilpu ypoBHe 3Haummoctu p Menbme 0,05
CUMTAJIOCh, YTO MCCIEAYEMBId II0Ka3aTelb B CPABHUBAEMBIX TIPYIIAX HMeEI

CTaTUCTUYCCKHU 3HAYNMBIC pa3JINYMs.
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I''TABA 3 COBCTBEHHBIE PE3YJIBTATDBI

3.1 Pe3yabTaThl paino4acToTHOM adjauun GpuOPHIISIIUN peacepanii

B wuccnenoBanue BrimroueHo 51 mammeHT ¢ mepcuctupytomeit ¢gopmoii OIl,
cpennuii Bozpact 67,9+10,8 nmer, uz mux 30 (58,8%) sxenmuuH. Y Bcex OOIbHBIX
nokymeHTupoBaH auarHo3 CCCY ¢ CUMNTOMHBIMHM MPOSIBICHUSMHU pPa3HOW CTENEHU
BbIp@XKEHHOCTU. Bo Bcex cimyuyasx ocHOBHBIMH cumnToMamu auchyskuuu CY Obuin
TOJIOBOKPYKEHHE, clabocTh, y 13 mammentoB (25,5%) HaOMOmganIuch CHHKOMAIBHBIC
cocrosiaus. [Ipu sTom cunkone Ha Qone kynupoBanus PII ¢ BoccTaHOBIECHHEM pUTMA
ormeuanu 4 6onbHbIX (7,8%). Y 26 nanuenTtoB (90,9%) Opanukapaus nposiBUiIach Ha
dbone npuema anTuaputmMuueckoi tepanuu (AAT). BceMm ucciegyemMbiM BBINOJHEHA
uMmiianTaiust aByxkamepHoro OKC c¢ dyHKuuel yaaaeHHOro TEIEeMOHUTOPUHTA U
Ha3HAuY€HA aHTUAPUTMUYECKas Teparusi.

[locne aToro manueHThl ObUIA pa3feieHbl Ha JABE TPyHnbl. B mepBylo BKIIOYEHO
28 0O0NBHBIX, CpeAHUN BO3pacT KOTopbix cocTtaBuia 63,2+10,1 roma, Bo BTOpYyI0 — 23,
cpemanii Bo3pact — 73,5+9,0. IlammenTam mepBod Tpynmbel 4depe3 2-3 JTHSA TOCIE
nmiuiantanmu OKC nposegeno BCODOU u PYHA @Il no cxeMe ONMMCaHHOW BHILIE.
OtOop B Trpynmy aOnamuu MOPOUCXOJWI CIIy4aHbIM oOpa3oM. Kinunuueckas

XapaKTEPUCTHKA NAMEHTOB MPEICTaBIEHA B TaOIuLIE 4.
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Tabmuma 4 — KimHWdYeckas XapaKTepHUCTHKA TAIlMEHTOB JABYX TIPYII €
nepcuctupytomeit @Il u CCCY
ITokasarens I'pynna 1 I'pynna 2 p
KonnyecTBo maimeuToB 28 23
My KYUHBI/KEHITUHBL, N (%) 15/13(53,6/46,4) | 6/17(26,0/74,0) |0,19/0,31
Cpennuii Bo3pacr, jet (M+SD) 63,2+10,1 73,5+9,0 <0,01
Anamues OI1, [Me(Q1-Q3)] 4,0 (3,0-5,0) 4,0 (3,0-5,0) 0,53
NBC, n (%) 4 (14,3) 5(21,7) 0,56
I'B, n (%) 9(32,1) 3(13,0) 0,20
Coueranue I'b u UbC 14 (50,0) 15 (65,2) 0,56
Cumnromel CCCY
I"onoBokpyxkenue, N (%) 27 (96,4) 18 (78,3) 0,61
Cunkore, n (%) 5(17,8) 4(17,4) 0,97
Cunkone Ha poHE KYyITUPOBAHUS 2(7,1) 2 (8,7) 0,84
Cumnromel CCCY Ha dore AAT 14 (50,0) 12 (52,1) 0,92
XCH

®K I, n (%) 6 (21,4) 7 (30,4) 0,57

®K 11, n (%) 17 (60,7) 15 (65,2) 0,87

®K |11, n (%) 3(10,7) - -
Oxupenune

| ct, n (%) 8 (28,6) 6 (28,0) 0,88

Il ct, n (%) 3(10,7) 1(4,3) | 0,43
Kimacc EHRA

I, n (%) 3(10,7) 2 (8,7) 0,82

I1, n (%) 11 (39,3) 9(39,1) 0,99

[11, n (%) 14 (50,0) 12 (52,1) 0,92
Pazmep JIIT, n (%) 43,7+4,4 41,4+3,8 0,01
OB JIXK, % (M£SD) 65,6+5,9 67,0+5,9 0,40
I'JIDK, n (%) 5(17,8) 8 (34,7) 0,28
AHTHapUTMUYECKas Tepamus:

-Amuonaapos, n (%) 8 (28,6) 12 (52,1) 0,57

-Cotasomn, n (%) 12 (42,8) 5(21,7) 0,25

-IIponadenon, n (%) 2 (7,1) 2 (8,7) 0,84

-bera-61okaropsr, n (%) 2 (7,1) 4 (17,4) 0,31
AnTHKOaryysHThI, n (%) 25 (89,3) 21 (91,3) 0,95

[Tpumeganus — cMm. Tadbnuiry 2

['pymiisl OTIMYATHUCh MEXKAY coboii mo Bo3pacty (p<0,01), Bo BTOpO#i rpyrie

HalMeHThl OKa3aJMCh CTapile, U Mo nepeaHe-3aaHemy pasmepy JIIT (p<0,01), pasmep

JIIT Ob1n1 Oonbiie B rpynne abmauuu. [lanmeHTsl BTOpOW Tpyniibl MOCiIe Ha3HAYEHUs

AAT wu mporpammupoBanusi DKC Obutn BeIMMCaHbl U3 cTanoHapa. [Ipu Beimucke 12
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00bHBIX TOJy4anu KopaapoH (52,1%), 5 — coramon (21,7%), 2 — nponadenon (8,7%),
4 — 6era-6mokaTopsl (17,4%).

3.1.1 S¢pgexmusenocms paduovacmomuou abaayuu nepcucmupyiowell opmol
Qubpuniayuu npedcepouti y nayueHmos ¢ CUHOPOMOM CAAOOCMU CUHYCOBO2O V31d U
UMRIAHMUPYEMBIM IJIEKMPOKAPOUOCUMYTAMOPOM.

[Taimentam mepBoiM Trpynmsl BeiMoOdHEHa mpouenypa PUA B oObeMe uzosuuu
JIB, kpoMe TOr0 HAHOCUJIMChH JTMHEWHBIE BO3JICUCTBUS MO 3aqHEN cTeHKe, Kpbiiie JIII u
Ha MUTPAJIBHOM UCTMYCE. Y 4 MaMeHTOB CJIeBa BBISIBICH OOIIMI KOJUIEKTOP BEH CJICBA.
M3onsuus BeHbl cUMTANaCh MOJIHOM, KOTJla HAcTynayia ajiekTpuueckas uzossius JIB.
[TomHast 6y10kama BXOAAa M BBIXOJIa UMITYJIbCa MPOBEPSIIACH TIPH TTOMOIIU CTUMYIISIITUN
npeacepauil W pas3HbIX IMOJIIOCOB IUPKYJSIPHOTO 3JEKTpojaa momerieHHoro B JIB.
Kpurepusimu sppekTuBHOCTH BO3JEHCTBUS CUUTAIOCh yMeHblneHue Ha 90% wuiu
WCYE3HOBEHUS MPECEPTHOTO TOTCHITHAIA.

YereipHaaiath narueHtoB (50%) Ha Hauano oneparuu umenu OI1 (Tadmuma 5).
Octanpupie 10 manuMeHTOB WMENH CHHYCOBBIM puTM. PutMm, HaBs3zanubsii OKC,
3apeructpupoBad y 4 6ombHbIX (14,3%). ¥V 4 namuentos (14,3%) unmyrnupoBana OI1
npu nyHkuua MIII, npu BeimosHeHMM kKaptupoBanus JIII wiam npu MaHUITYISALUAX
Lasso B JII. Hocturnyts nosnHoi uzonsiuuu JIB ynanocs Bo Bcex 100% caywasx. ¥V
6onpHBIX ¢ DIl mocne okoHYaHUS MPOIEAYPHI HEMOCPEICTBEHHO TOCIEe BO3JEHCTBUS
CHUHYCOBBIH PUTM BOCCTAHOBHWJICS caMoOCTOsTeNbHO B 2 ciydasx (7,1%). OcrtanbHbIM
nanueHTaM Oblaa BeimosHeHa DKB. ¥V 4 mamuentoB (14,3%) wsonsuus jiessix JIB
BBITIOJIHEHA OOIIUM KOJIJIEKTOPOM. DKTOINUYecKasi akTUBHOCTH B JIB oOHapyxkeHa y 6
oonpHBIX (21,4%). B 2 cnyyasx (7,1%) Bo Bpems alIuIMKauu B 00JACTH yCThs JICBOM
BepxHeld JIB BbIsBIsach BereTaTMBHAs peakuys B BUIE pa3BuUTUs MoiaHOM AB

6J'IOKaI[I)I, C IOABJIICHUCM BpeMeHHOﬁ CTUMYJIIUHA JKCIIYJOYKOB HMMILIAHTHPOBAHHBIM

OKC.
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Ta6muna 5 — Pesynbratel PHA ®II y nanrenToB ¢ uMiiantTupoBaHHbIM DK C

M3yuaemMble moka3aTean n, (%)
CuH. put™ Ha Havaino PHA 10 (35,7%)
®I1 Ha Hayamo PUA 14 (50,0 %)
Putm DKC 4 (14,3%)
NunynupoBana OI1 4 (14,3%)
Kynuposanue ®II nmociie PHA 2 (7,1%)
OKB nocie PUA 16 (57,1%)
OO6muit KosekTop ieBbix JIB 5 (17,8%)
DKTonuveckas akTUBHOCTD B JIB 6 (21,4%)
BereratuBHbIC peakiun 2 (7,1%)
Ocnoxuenus PUA 1 (3,5%)
Aputmun nocie PUA

- OI1 11

- IpeJICepIHAsT TAXUKAP U 2
IToBTOpHBIE IpOLIERypEl PHA 1

[Tpumeuanuss — PYUA — paamodactotHast abmanusi, @I1 — pubpumsus npencepauii, DKB —
aJIeKTpUuecKas Kapauosepcus, JIB — nerounsie BeHbI

OcnoxxuenreM umiiantaiun DKC B ogHoOM citydae cran mHeBMoTopakc (1,9%),
noTpeOOBaBIINKA APEHUPOBAHUS IUIEBPAJIBHON TMOJIOCTH, oOclioxkHeHuem PYA —
TOCTITYHKITMOHHAs reMaToMa oenpa (3,5%).

Tpu mecsana nocne PUA cumramuch «ciensiM» mnepuogoM. DPEhEeKTUBHOCTD
oneparuu 1 AAT B o0eux rpymnmax B 3TOT MEPUOJ HE OIEHUBANIACH. JJIUTETHHOCTH
HaOMIoIeHUs cocTaBuia 12 MecsieB, KOHTPOJIbHBIE TOUKH ISl BBISIBICHUS «PAHHUX» U
«IMO3THUX» PEIUIUBOB — 3-6 MecsIeB, 6-9 MecsieB u 9-12 mecsiies.

AHanu3 TNOJMyYEeHHOM YAAJIEHHO HH(POpPMAlUU C MOMOILIBIO TEIEMOHUTOPHUHIA
BBISIBUJI, YTO paHHue peunauBsl OII B nepuoa ot 3-x 10 6 Mec. mocie BMEMaTeIbCTBa
3apeructpupoBansl y y Tpex (10,7%) mamueHToB niepBoii rpymimsl. [Ipu ganbHeiem
HaOmoeHnu B mepuoi oT 6 1o 9 mec. peruau DI BeisiBICH eme y 6 MalMeHTOB.
D} heKTUBHOCTh KaTETEPHOTO JICUCHUS Yepe3 9 mec. HabmoaeHus coctaBuia 68,0%, a
apdextrBHOCTE PYUA ®II mocne 12 mec. cocraBwia — 53,5% (n=15) (Pucynok 3).
JlanHbIe ManMeHThl HE WMenM Hu oaHoro mnapokcu3dma @Il B Teduenwe roxa. Bcee

MalMeHThLI HAOII0IAINCh B TeueHue 12 mec.
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Kpueana Kannaxa-Meiiepa

1,0

09

0,8

0,7 }

Ceoboga ot apuTmum

06

05}

0.4

MecAaypbl

Pucynok 3. Kpusas Kamnana-Meiiepa. CBoOona OT apuTMHHM y NAlMEHTOB C
nepcuctupytomeid popmoit @I u ummnantupoBanusiM IKC mocne kaTeTepHOM
MPOLETYPHI.

[To maHHBIM TEIEMOHUTOPHHIA y YETBEPTH OOJBHBIX M3 MEPBOM rpymmbl (n=7)
HaOmogaMch Kopotkue napokcusMbl DI, kKoTopble KymupOBaIUCh CAMOCTOSITENIBHO U
HE OIIYIIAIKMCh MmanueHTaMu. B nByx ciyyasx (7,1%), mo JaHHBIM ¢ UMILIAHTHPYEMOTO
ycTporcTBa, mapokcusMbl DIl MOBTOPAIUCH €XKEIHEBHO, MPU 3TOM OT MOBTOPHOIO
BMEIIATEIHCTBA OOIbHBIE OTKA3AIHCH.

Y nByx OonbHbIX (7,1%) BBIBICHA MpeacepAHas TaxUKapaus. Y OJHOTO
NalueHTa MPOBEAECHO MOBTOPHOE BMEMIATENLCTBO. B Xoae omepaunuu BBITOIHSIOCH
kaptupoBanue JIII, oOHapyxkeHa HEeCOCTOSTEILHOCTh A0JAIIMOHHON JTMHUU TIO KPBIIIE
JIIT ¢ ysI3BUMBIM MECTOM B 3TOW 00JIACTH, TIOCJIC BO3JEHCTBUS B KOTOPOU MpeacepaHas
TaxukapAus ObUla YCHOEIHO YycTpaHeHa. J[pyroil mamueHT OT TOBTOPHOTO
BMeIIIATeIbCTBA OTKa3ajics. Y ocTalbHbIX (N=2) — mapokcusambl PI1 HaOmMOmaIMCh C
pa3TUYHONM YacTOTOW BO3HMKHOBEHHUA. Uepe3 roj HaOMIOACHHUS Yy JBYX MAIMEHTOB

(7,1%) B cBsasu c mepexomom DII B mocrosiHHyro ¢opmy, npoeaeHa PUA AB
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coeMHEeHMs1, CGOpMUPOBaHa MoJIHasA UcKyccTBeHHass AB Giiokaga. C nBymst 00JIbHBIMU
CBsI3b ObliIa oTepsiHa uepe3 12 mec. HabmoIeHuS!.

Bo BTOpoii rpymme nanuenTos, noinyyaonmx AAT, a3¢dekTUBHOCTD JIeUeHnus He
OLICHMBAJIaCh B T€UYEHHE 3 MecsleB OT Hadaja HaOmoaeHus. B nmepuon ot 3 10 6 mec
napokcn3mbl DIT 3adukcupoBansl y 3 6ombHbIX (13,0%). B nampHelinieM, B mepuoj oT
6 110 9 Mec mapoKCcU3MBbl CTaJIM BO3HUKATH e1le y 9 naruenToB (39,1%). A gepes 12 mec
MoHuToprHra 3hdekTnBHOCTh MenukameHTo3Hoit AAT cHmsmnmace 10 21,7% (n=5)
(Pucynok 4). Takum 00pazoMm, y MSTEPBIX MalMEHTOB, noidy4aommx AAT, B TeueHne

roga HC 3apCTUCTPHUPOBAHO HU OJHOI'O 31IN30Ja apUTMHUMH.

Kpueaa Kannana-Meiepa
1,0 . i

09 I

08t

0,7

06

05t

Ceoboga ot apuTMumn
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03}

0,2

0.1 - : ) : :
2 4 6 8 10 12 14
Mecayp

Pucynok 4. Cobona ot aputmuu y naueHToB ¢ @I1 Ha poHe aHTHapUTMHUYECKOU
Teparuu

OnncanHOEe MOXKHO MPOUJUTFOCTPUPOBATH KIMHUYECKUM IPUMEPOM.

bomsnont I'. 68 n;er, npoxomun Jedyenue B Mae 2016r. B oTaeneHuun
XUPYPru4eCcKoro JICYEHUS CJIOKHBIX HapylIeHUH  pUTMa  cepaua Hu
anextpokapauoctumysiunt HUM Kapnnonoruu r. Tomck. [Ipu nocryrnennn otMmeyan

Hanuuue mnapokcusmoB DI B teuenume 3 mer. Ha amOynatopHom jsTame nedeHUs

Ha3HayaJicsi KOpJapoH, KOTOPbIA MAallMEHT NMpUHUMal B TeueHue 6 mec. He cMoTps Ha
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YMEHBIICHUE KOJIMYECTBA MAPOKCHU3MOB, MOJHOCTBIO YyCTpaHuTh 3mu30apl DIl He
ynanock. Ilpu »TomM Ha QoHe mpuema mpemnapara OOJBHOW CTall OTMEUYaTh CHUKEHHE
YaCTOTHI CEpACYHBIX COKpALIEHUH /10 45 yaapoB B MUH, OOJIBIIOIO 3HAYEHUSI 3TOMY HE
npuaaBai, CUMOTOMOB OpagukapAuu He oTMedas. Yepe3 monroga mpuema KopaapoHa
BBISIBJICHO TMOBBIIICHUE YPOBHS TOPMOHOB IIUTOBUAHOM KeNe3bl W MAIUEHTY
BbInoJiHeHa cmMeHa AAT Ha cotanoi B 1o3e 160 Mr B CyTKH, KOTOPBIN NMpUHUMAaN 8 MecC.
YpOoBEHb TOPMOHOB IIMTOBUIHOM JKEJIE3bl BEPHYJICS K HOPMAJIBHBIM 3HAYCHUSIM.
[Tapokcuszmbl DIl coxpaHANUCh, KYNUPOBAIM WX BHYTPUBEHHBIM BBEICHUEM
HOBOKaMHaMHUJla WM KopaapoHa. lIpu ouepegHOM MEOUMKaMEHTO3HOM KYyNUPOBAaHUU
napokcnzMa @I BO3HHMK dmH304 CHHKONE, 3aperucrpupoBaHHbli Ha OKI —
3aMeMIAIINM PUTMOM 13 AB coeanHEeHus ¢ 4aCTOTOM JKEITyA0YKOBBIX COKpalieHui 34
B MUHyYTy. bbun rocnurammsupoBan B HUW kapauonorum Tomckoro HUMIL, rne
BBINIOJIHEHO JIBa ONEPaTHUBHBIX BMeEIIATENbCTBA. [lepBbIM 3TanmoM HMMILUIAHTUPOBAH
neyxkamepueii OKC ¢ dyHKIMeld yaaneHHOro teneMoHuTopuHra. Yepes 3 nHA
BbinojiHeHa PUA ®II. B xone karereproro neyenuss @I mHaynnpoBaHa MEXaHUYECKU
npu Manunyisiquu  dnekrpogamu B JIII. Ilocnme mpouenypsl CHHYCOBBIM pUTM
BoccTaHoBiieH OKB. B teuenne 12 mec. OneHHBAINCH JAHHBIE CEPACYHOIO PUTMA IIPU
ITOMOIIY TEJIEMOHUTOPHUHTA, IIPY 3TOM SIIM30/I10B ApUTMHH HE BBISBIICHO.
[Ipoananu3npoBaHbl MOKa3aTeNd, TAKUE Kak MoJi, Bo3pact, pasmep JIII, @B JDK,
Hammune [JDK, ®K XCH, cragus oxupenus, Hanuuue nucaunuaemuu, UMT, nons
CTUMYJISIIUM TIPEACEpIU M KeTyqo4koB (Ap U Vp) y MalMEHTOB C BO3HUKIIUMU
petmauBamu OII mocne PYA u y marnmenToB 6e3 penuauBa (tabmuia 6). 'pynmsl He

OTJIMYAIMCh MEXy COOO0M MO BCEM KPUTEPHUSM.
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Tabnuma 6 — CpaBHeHHE IMOKa3aTeNIed MaIlMeHTOB ¢ pa3BUTHEM penuauBoB DI

nocJjie KaTeTepHOW MpOoIeIyphl U 0e3 HeTo

Ilokazarens 3HaueHue NoKa3aTels P
Permmgus ®OI1 Her penunusa OII
n=13 n=15
Bo3pacT, M+SD 63,7+8,7 62,8+115 0,90
Tox, m/x, n (%) 8 (61,5)/5 (38,4) | 7 (46,6)/8 (53,3) | 0,66/0,63
Anames OI1 4,0 (4,0-5,0) 4,0 (3,0-5,0) 0,34
[Me(Q1-Q3)]
JIII, M+SD 44,4+3,0 43,3+5,4 0,56
@B, M+SD 65,1+7,4 66,0+4,5 0,74
0 | OK — 2 (15,4%) |1 ®K — 4 (26,6%) |0,55
XCH, @K, n (%) Il DK — 9 (69,2%) | Il ®K — 8 (53,3%) | 0,67
1 OK —1(7,7%) |11 ®K -2 (13,3%) | 0,66
UMT, M£SD 25,1+5,2 29,6+6,3 0,08
% Ap, [Me(Q1-Q3)] | 33,0 (24,0-64,0) | 43,0 (33,0-64,0) | 0,44
%Vp, [Me(Q1-Q3)] 8,0 (3,0-31,0) 21,0 (4,0-23,0) 0,67
TJDK, n (%) 3 (23,0%) 2 (13,3) 0,57
oupentie, n (%) lcr—2 (154%) | 1cr—6(40,0%) | 0,27
2er—1(7,7%)  |2cr—2(13.3%) | 0,66
macimmaemus, n (%) | 10 (76,9%) 10 (66,6%) 0,80

[Tpumeuanus: JII1 — neBoe npencepaue, ®B JIK — ¢paxiusa BeiOpoca neBoro xkemnyaouka, OK
XCH — QyHKIMOHANBHBIA KiIacCc XpOHMUYECKOW ceplieuHoi HenoctaToyHocTH, UMT — mHzaekc
Macchl Tena, ['JIK — runeprpodust neBoro xenynouka, CJ] — caxapublit nuader 2 tuma.

JJst OLIeHKH MPOTrHO3a uccieayeMbIX GpakTopoB Ha pa3BuThe peunauBoB DI Obut

IIPpOBCACH aHaJIM3

ROC-kpuBBIX.

Ipe/CTaBIICHbI B TabauLE 7.

[Tonyuyennsie manable aHamuza ROC-kpuBbIX

Tabnuua 7 — Ananus nokasareneid ROC-kpuBBIX B OIIEHKE pa3BUTHS PELUIUBOB TOCTE

a0Onamun

[TokazaTenb AUC YpoBeHs p YyBcTBUTENBHOCTD | CIelIM(UYHOCTD
BO3pacT 0,658 0,11 50,00 76,47

JIII 0,506 0,95 100,00 11,76

®B JIK 0,532 0,77 92,86 29,41
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UMT 0,508 0,94 50,00 29,41
Ap 0,620 0,26 64,29 70,59
Vp 0,519 0,86 92,86 23,53
Anamues OI1 0,519 0,86 7,14 64,71

[Mpumeuanus: AUC — momane nox kpusoid, JIIT — neBoe npencepaue, @B JIK — dpakius Beiopoca
neBoro xenynaouka, UMT — unnekc maccel Tena, Ap — HPOLEHT IpeacepaHoil crumynsauuu, VP —

IIpOUCHT )I(CHy,HO‘lKOBOﬁ CTUMYJISLUU.

CoryracHO TOMyYeHHON HMH(POpPMANMA TPU3HAKOB, KOTOPHIE MOXKHO OBLIO OBI
UCIIOJIb30BaTh B KAaueCTBE MPETUKTOPOB HEdIPGEKTUBHOUN abnainuu, HE OOHAPYKEHO

(Puc.5).
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Pucynok 5. ROC-kpuBble 17151 McClIeIyMbIX (PaKTOPOB B OLIEHKE IMPEIUKTOPOB
pa3zButus peuuanBoB PII nmocne adbnauun: A — 1011 NpeacepAHON CTUMYIISIIUH, b
— JIONIA JKEIYyAOYKOBOM CTUMYJIMHM, B — mimmrenbHOCTh aHamHe3a OII, I' —
Bo3pact, J| — pasmep neBoro mpencepausi, E — ¢pakuus BeiOpoca JeBOTO

xKemynouka, K — HHIEKC Macchl Tena.

Jnst BeIgBIEeHMs npeaukTopoB peuuanBa PUA mnepcuctupyromeit gopmber OII
BBITIOJIHEH PETPECCUOHHBIA aHAIU3 — MOJIENIb MPONOPIMOHATLHOCTH UHTEHCUBHOCTEN
Kokca (Tabmuma 8). MHoOroakTopHblii aHAJIM3 TaKXKe MOKa3aj, YTO MPEIUKTOPOB K
passututo peuuauBa DIl y manuentoB ¢ wummnadntupoBanHbiM  ODKC  mocne

OJIHOKPATHOM MPOIEAYPhl KATETEPHOU a0JIalliK HE BBISBIICHO.
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Tabnuua 8 — Monens mponopiuroHanbHbIX pUCKOB Kokca B OlleHKE pelHIUBOB Y
nanueHToB ¢ nepcuctupyromeid OIT u IKC

[Tokazarenb HR 95%ClI p

BO3PAacT 1,000 0,897-1,115 0,99
[Ton 0,393 0,061-2,511 0,32
Anamues OI1 1,186 0,891-1,580 0,24
JIIT 1,294 0,983-1,704 0,06
OB 0,959 0,833-1,103 0,55
['JDK 3,682 0,497-27,274 0,20
XCH 1,098 0,342-3,519 0,87
NMT 0,797 0,587-1,082 0,14
% Ap 0,998 0,959-1,038 0,93
%Vp 1,017 0,985-1,050 0,28
OJKHpEHUE 1,607 0,116-22,221 0,72
TACITATTNAIEMHUS 1,788 0,344-9,283 0,48

[Tpumeuanuss — HR — otHomenue puckos, 95%CI| — noBeputenbHbI UHTEPBAN, P — YPOBEHb
cratuctTudeckoi 3Haunmoctu, JIIT — neBoe npeacepaue, @B JDK — dpakuust BeIOpoca J1€BOTO
xenynouka, PK XCH — yHKIMOHANBHBIN KJIAaCC XPOHUYECKOW CEpAeYHON HEIOCTAaTOYHOCTH,
NMT — unpnekc maccol tena, ['JIDK — runeprpodust 1eBoro xemyaouka

3.1.2 Dghgexmusnocmv paououacmommuotl abnayuu nepcucmupyiouei Gopmol
dubpunrayuu npedcepoutl y nayueHmos ¢ caxapHvim ouabemom 2 muna.

[IpoBenen cpaBHuTENbHBIN aHanu3 dpdekTuBHOCTH PYA nepcuctupyromeit OI1
u CCCY y mun 6e3 C/I (1 rpynma) u ¢ C/] 2 tuna (2 rpynmna). [laruentam nByx rpymnm
MIPOBEICHO KaTeTepHoe JieueHne. KimmHnyeckast XxapakTeprucTuka O0IbHBIX 00€HX TPy

npejcTaBiieHa B Tabnuiie 9.
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Tabmuma 9 — KinuHudeckas XapakTepUCTHKa TallMeHTOB C mepcuctupyromein I,
CCCY, ummnantupoBandbiM JKC 6e3 C/] 2 Tuna u ¢ naauuuem CJI.

IToka3arens I'pynna 1 I'pynna 2 p

1 2 3 4
KonuyecTBo marmeHTOB 28 11 -
My KUHHBI/ KEHITUHBL, N (%) 15/13 (53,6/46,4) 7/4(63,6/36,4) |0,76/0,71
Cpennnii Bo3pacr, jet (M+SD) 63,2+10,1 65,479 0,81
-UBC, n (%) 4 (14,3) 1(9,2) 0,69
-I'b, n (%) 9(32,2) 4 (36,3) 0,85
-Coueranne UBC u I'b 14 (50,0) 6 (54,5) 0,88
-Unnomarnyeckas @I1, n (%) 1(3,6) - -
JnurensHocTh aHamuesa DI, mer 4,0 (3,0-5,0) 4,0 (3,0-5,0) 0,75
XCH

-®K I, n (%) 6 (21,4) 1(9,0) 0,44
-OK 11, n (%) 17 (60,7) 8(72,8) 0,74
-®OK 111, n (%) 3 (10,7) 2 (18,2) 0,58
Oxupenune

-1 ct, n (%) 8 (28,6) 4 (36,4) 0,73
-1l ct, n (%) 3 (10,7) - -
HUMT, (M£SD) 27,5+6,1 26,3+4,7 0,85
Jucnunuaemus, N (%) 20 (71,4) 8 (72,8) 0,97
Kinacc EHRA

-1, n (%) 3(10,7) 3(27,3) 0,28
-11, n (%) 11 (39,3) 5(45,4) 0,82
-111, n (%) 14 (50,0) 3(27,3) 0,40
Pazmep JII1, Mm (M+£SD) 43,7+4.,4 415+45 0,26
@B JIXK, % (M£SD) 65,6+5,9 68,6+6,4 0,13
'K, n (%) 5(17,8) 3(27,3) 0,60
AHTHApUTMUYECKas TepaIus BO BpEeMs TOCITUTAIN3AIINN:

-Amuozmapos, n (%) 8 (28,6) 5 (45,4) 0,48
-Cotaioin, n (%) 12 (42,8) 5 (45,4) 0,92
-IIpomadenon, n (%) 2 (7,1) - -
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Tabauya 9 npodondicenue

1 2 3 4
-bera-6nokaropsl, n (%) 2 (7,1) - -
AHTHKOATYISIHTHI, 1 (%) 25 (89,3) 8 (72,7) 0,74

[Ipumeuyanuss — rpynna 1 Obula KCIONb30BaHa B JAHHOM pasfene Kak TIpymnna
KOHTPOJISI, OCTaJIbHBIE MTOKA3aTENH 10 JaHHOU rpymme B Tabauie 2

['pynmbl 0Ka3anuch COMOCTABUMBI IO BCEM MCCIIEyEMBIM MoKa3aTeisiM. boibHbie
¢ CJI monmyyanu caxapOCHIKAIONIYI0 Tepanuio: 6 manueHToB (54,5%) — metdopmuH, 3
(27,3%) — rmuknasua. JIBoe 6ombHBIX (18,1%) MMenu WHCYJIMH3aBUCHUMBINA JHA0CT U
OPUMEHSUTH IIIPUI-PYYKU JJIS HWHBEKIMM HMHCYJIMHA. B OJHOM Ciy4ae — JBaXJIbl
WHBEKLINS UHCYJIMHA CPEAHEN NIUTENbHOCTH — UHCYNIHH-n30¢aH (Xymynud HIIX) u B
JPYroM cllydae — OJlHa WHBEKIUS HMHCYJIMHA JJIUTEIBHOTO JIEUCTBUS — WHCYJIHMH-
rnaprud (Jlantyc). Kpome Toro, Bce 60mbHbIe ¢ CJl mpuaepxuBaiuch COOTBETCBYIOIIEH
CHEIUATM3UPOBAHHON JTMETHI, €KEAHEBHO HMMEIH BO3MOXHOCTH KOHTPOJS YpPOBHS
TJIIOKO3bI KpOBH. [IOMHUMO ypOBHSI TJIIOKO3bI y TAlMEHTOB yuuThiBajics ctax CJI.
Cpenuuii nokazatenb coctaBui 3,3+1,21 roma. M3 11 GonbHBIX ¢ 1UabeTOM cemMepo
UMENH I1eJeBOM ypOBEHb TIMKHPOBAHHOTO reMorjoOmHa. Ha mepBom srtame Bcem
naipeHTaM ¢ auaberoM u auchynkuuerd CVY BbINOMHEHA TEpPBUYHAS WMIUIAHTAIUS
OKC c ¢dyHkument ynaneHHOro TeaeMoHUTOpuHTa. [larmenTam nepBoi U BTOpO# rpyIi
CIeNYIONMM JTamoM TmpoBefeHa mpouenaypa PUA. AOnanus BbBIIONHSUIACH 110
OMMCAaHHOMY BBIIIE MPOTOKOMY. JlocTurHyTh monmHOW m3oisiumu JIB ynmamock y Bcex
nanerToB. Pesynpratel PUA y mamuentoB 6e3 CJ/] onucansl mHmwke (Tabmuma 10). B
rpynne nanuentoB ¢ C/] Ha Havamo BMeNIaTeIbCTBA CUHYCOBBIM pUTM Habmonancs y 7
(63,6%) GombHbix, PIT — y 2 (18,2%), ®II Bo3uukia y 3 (27,3%). Ilocie PUA y 1
narenToB (9,0%) Habar0AaI0Ch BOCCTAHOBIICHUE pUTMa Ha Bo3aeicTeuH, y 4 (36,4%)
— motpeboBaiace DKB. O6muii komtekrop jieBbix JIB Ben oOHapyxken y 2 (18,2%)
NAIMCHTOB, YKTONMWYECKas akTUBHOCTL B JIB HaOmoganace y 4 (36,4%). OcnoxxHenue
PYA B BHze MOCTIYHKIIMOHHOM remMaToMbl Oeapa Habmonanace y 1 maruenta (3,5% ot

BCEX MAIMEHTOB, ojBeprimxcs PUA).
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Ta6muna 10 — Pesyneratel PHA ®II y naumnenToB ¢ CJI 2 Tuna

M3yuaemble moka3aTean n (%)
CuH. put™ Ha Havano PYA 7 (63,6%)
@I na Hawamo PHA 2 (18,2%)
Putm OKC 2 (18,2%)
Wuayuuposana OI1 3 (27,3%)
Kynuposanue ®II nmociie PHA 1 (9,0%)
OKB nociie PUA 4 (36,4%)
OO6muit kosekTop eBbix JIB 2 (18,2%)
DKTonuveckas akTHBHOCTH B JIB 4 (36,4%)
BereraTuBHBIC peaKIyu 1 (9,0%)
Ocnoxnenusa PHA -
Aputmun nociie PHA

- OI1 5 (45,4%)
- IpeJICepIHAsT TAXUKAP U 1 (9,0%)

[ToBTOpHBIE TPOLIEAYPHI

[Ipumeuanuss — PYA — paauouacrortnast adnanusi, ®II — pubpmmnsauus npeacepauii, OKB —

ANEKTpUYECKas KapauoBepcus, JIB — jierouHpie BEHBI.

[lepuon B TedyeHWE NEPBBIX 3-X MEC. MOCHE alJaliu CUYUTAJCS «CIICTIBIMY
nepuoioM, 3(QPEeKTUBHOCTh MNPOLEAYpPbl HE OLIEHMBANACh. AHAIW3 MOJYYEHHOU C
umrantTupoBanHoro OKC uHbopmanuu BeisiBUII, yTo panHuit peuumuB PII Bo 2-i
rpymme mociie 3-x Mec HaOmomeHus 3adukcupoBaH y 3-X manueHtoB (27,2%). B
nepuoag oTr 6 g0 9 wmec mapokcusmbl DIl BeisIBIEHBI enEe y 2-X OOJbHBIX.

SddexTuBHOCTS TporeAypsl y manuentoB ¢ CJl k romy cumsmmachk g0 45,4% (n=5)

(Pucynox 6).
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Pucynok 6. KpuBas Kamnana-Meitepa. CBoOo/la OT apuTMHUU Yy MAIlMEHTOB C
nepcuctupytomeid ¢popmorn @II, ummnantupoBanubiM OKC un CJ 2 tumna nocie

KaTETEpHOU MPOLIEAYPHI.

CraTuCTUYECKH 3HAYUMBIX pa3iuyuil 1Mo 3((PEKTUBHOCTH MPOUETYPHl MEXKITY
rpynmnaMu 00JbHBIX ¢ TrabeToMm U 6e3 mocie 12 Mec. HaOIIOACHHS TTOTYy4YeHO HE ObLIO
(X2=O,O7, p=0,79). OnuH ManMeHT W3 BTOPOW TPYIIIBI UMEN B MOCICONEPANMOHHOM
nepuoJie npeAcepInyo Taxukapauo. OT onepaTuBHOTO JieueHUs OOJBHOM OTKa3ajcs.
Yepes roa HaOMOAEHUS, B CBS3U C 4YacThiMu mapokcusmamu @Il y onHoro mamueHTa
BTOpOM rpynnsl Obuta npoBegeHa PYHA AB coenuneHus.

[Tokazarens oTHomieHWe maHcoB pa3BuTus peunanBa DI y manmentoB ¢ CJJ
cocraun OR=0,893, 95%CI 0,222-3,594, p=0,71. B pabote wu3ydanoch BIUSHUC
TaKOTo TMOKa3aTeNis KaKk YPOBEHb TITUKHUPOBAHHOTO reMoryioonHa u ctaxa CJ[ Ha ycmex
karerepHoil abnanuu mnepcuctupytomeidr PII. Cpemnsis BenTWYMHA TIUKHUPOBAHHOTO

remMoryioonna cocrasmia 6,9+0,48% (Pucynok 7).
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PI/ICYHOK 7. YPOBGHB TIIMKUPOBAHHOI'O reMorJIoOnHa Y NaguCHTOB C pCOUIBaMN

®II (2) u 6e3 pernauBoB (1) mocne kaTeTepHOM abianuu

Casi3u mokazarensi IMKUPOBaHHOTO remorioduHa y nanueHtoB ¢ ®I1 u CCCY ¢

2 _
3¢ (HEeKTUBHOCTHIO TIPOIEAYPHl KATETEPHOTO BMEIIATENbCTBA HE 0OHapyskeHo (y~ =1,38,
cc =9, p =0,20). Csi3u co craxeM amabera Takxke He BbisiBIeHO (x° =1,18, cc =1, p
=0,21). ITposenen ananu3 ROC-kpuBBIX 151 TIOKa3aTeINs JUIMTEIbHOCTH aHamHe3a CJ1 u
YPOBHSI TJIWKHPOBAHHOTO T'eMOTJIOOMHA, KOTOPBHIM TIOKa3aJll OTCYTCTBHE BIIUSHUS

JaHHBIX (PaKTOPOB Ha MPOTHO3 ycrentHow abnanuu (Puc.8).
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Pucynox 8. ROC-kpuBsie mist mokazatens jutenbHocTh ctaxa CJl (A) u ypoBHS

rIMKupoBaHHoro remorsioouHa (b) B ouenke BiusgHus Ha ycnex PUA. AUC —
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IUIOLIAAb MO KPUBOH, P — YPOBEHb 3HAYUMOCTH.

IIpu cpaBHEeHUH rpyIl OONBHBIX C PEUANBAMU APUTMUU U 0€3 PELIMIUBOB ObLIO
OTMEYEHO, YTO Yallle BO3BpaT apUTMUU HAOJIONAJICA y MAlMEHTOB C HEJAOCTUTHYTHIM
[EJIEBBIM yYPOBHEM TJMKHPOBAHHOTO TeMorioOuHa. JIOCTUTHYT IIelIeBOM YpPOBEHb
nokasaresst ObUT y 7 JIWI, HE JOCTUTHYT — y 4erBephix (t=-3,44, cc=9, p<0,01). V 4-x
nanueHToB u3 11, ¢ ypoBHEM TJIMKHPOBAaHHOIO remMoriioomHa oOoisiee 7,0% peruaus
MPOU30IIET Y BCEX KPOME OJHOTO, a Yy 7 OOnbpHBIX C mokasarenem menee 7,0% —
peuuauB y tpoux. [lomydeHbl cTaTuCTUYECKHE 3HAYMMbBIE OTJIMYMS MEXIY JTaHHBIMHU
rpynmnamu (t=-3,47, cc=4, p=0,02). Takum 00pa3oM, y IMaIIUEHTOB C IICJICBEIM YPOBHEM
[JIMKMPOBAaHHOTO TeMorjoOuHa, peauauBupoBanue DIl ciayyanoce pexe, uyeM y
OOJBHBIX C HEJOCTUTHYTHIM IIEJIEBBIM YpoBHEM (Tabnuna 11).

Tabmuua 11 — XapakrepucTrka nauueHToB ¢ nepcucrupyromieit popmoit GII u C/I B

3aBUCHUMOCTH OT JOCTHIKCHUS LCJIICBOI'O YPOBHA TJIMK.TEMOTJIOOHHA.

JlocTxeHue No YpoBeHb Crax nmabera, | Pemuous
LEJIEBOTO mareHTa [JIMK.TEMOTJIOOWHA, | B TOAaX apUTMHUHU
[JIMK.TEMOTJIOONHA % nocie PHA

JIOCTUTHYT 59

6,5 +

6,7

6,8

6,8

6,8

6,9

He nocturnyr 7,1

O O N| O Ol | W N -

7,2

7,3

[EEY
o

N W N o1 O O N N | ] W
1

11 7,8

[Ipumeuanusi: + peunaus OII nocne PYA ,- peuuauBa HeT

OnucaHHO€ MOXKHO MPOUJUTIOCTPUPOBATH KIMHUYECKUM MPUMEPOM, KOTOPBIN
onuchiBaeT manueHTta ¢ HamuuneM CJ[ 2 tuma ¢ pasButueMm pernuauBa PII mocre
KaTETEPHOTO JICYEHUS.

bonbuas A. 68 ner mocrynuna B HUW Kapnuonorun B centsabpe 2015 1. ¢

»kKajobaMM Ha YacThle MapOKCU3MbI YYAIICHHOTO HCPUTMHYHOIO CCpIH_IC6I/IeHI/I$I. ITo
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OKI' noxymentupoBana O@II. ITlamuentka crtpagana CJ[ 2 tuma, 4uto TpeboBajo
NOCTOSIHHOTO TPHEMa CaxXapOCHIKAIOIIMX MpenaparoB. YPOBEHb TIJTMKHPOBAHHOIO
remornobuna coctaBisin  7,8%. Ilpu HazHaueHUH J1000TO AHTHAPUTMHUECKOTO
CpeACTBa Ha0JII0/1a71aCh Opanukapaus, CONIPOBOKIAFOIIASICA c1a00CThIO,
rosioBokpyxkeaueMm. Ilposegeno UIIDPU, noxymentupoBanbsl mpuszHaku CCCY
(BBOCY=1820 mc, KBBDOCY = 850 mc). [TanirieHTKe UMILUIAaHTUPOBAH JIBYXKaMEPHBIi
OKC ¢ ¢ynkmueit ynaneasoro HaomoaeHus. Uepes 3 mus Beimonnena BCOOU u PUA
®I1. Ha nagano karerepHoro jedeHus coxpansuiack ®II. ITocie abmanmum CMHYCOBBII
put™ ObLT BoccTaHoBlieH ¢ Tomoisio DKB. Haznauena AAT kopaaponom. IlanuenTka
BBINIMCAHA U3 CTalMOHapa. Yepe3 HECKOJIBKO JHEH MOCie ONepaldy BBISIBICH PELUIUB
®I1 (Puc. 9). Ilapokcu3mbl ¢ 4acTOTOH NHPUMEPHO pa3 B JABa JHA. AMOYJIATOPHO
BbINIONHsAAachk cMeHa AAT, ogHako napokcu3Mbl @I coxpansmmce. Yepes 12 mecsnes
noBropHo mnoctynuwia B HWWM Kapauonoruu, rae Obiia BeimoaHeHa PYA AB

COCOAHMHCHU, C(i)OpMI/IpOBaHa ITIOJIHAA HCKYCCTBCHHAA AB 6JIOKaI[a.
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L As
(PVARP)

' (FFP)
-1 Ars
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L Ars
133

1 T (FFR)

Vsl oars
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v
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;
§
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%
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0 1 I2 E [ Is le
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Pucynok 9. ®parmMeHT BHYTpHCEpPICUHONU 3JIEKTPOrPaMMbI, MOJIYYCHHBIN
yaaneHHo otT nanuenTa ¢ peuuausoM PII mocme PYHA. A — npencepaHsblil KaHa
ANEKTPOTpaMMbl, V — KEeIyJOYKOBbIA KaHall. CBepXy — MapKepHBbId KaHal C

o6o3HauenueM BoJH f (Ars, As) u komriekcoB QRS (Vs)
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I'maBa 3.2 Accoumaunuss moaumopuzmoB resoB CASQ2, RYR2, ATP2A2 c
pa3zButueM (UOPHIIAUMU TNpeAcepaAnd, MTUCPYHKIMH CHHYCOBOIO y3Ja H HX
coYeTaHus

B pasnen uccnenoBanus Bouun 149 nanueHToB, B ToM unciie 84 myxunH (56%),
cpenuii  Bo3pact 59,2+14,9 ner. KimHuueckas XapaKTepuCTHKa NAlUEHTOB
npenacraBieHa B tabnuie 9. Bece manueHTsl ObUTM pasliesieHbl Ha 3 TPYMIbI MO0 BUAY
HapylIeHUs puT™Ma cepana. B mepByto rpynmy Bomio 53 60ibHBIX ¢ couetanneM DI u
CCCY B Bozpacte ot 31 mo 93 ner (cpennmii Bozpact 67,3+11,6 ner). Bo BTOpyto
rpynny — 75 manuentoB ¢ OII, cpenuuit Bozpact 52,3+13,2 nmer. B Tpersio — 21

narert ¢ CCCY, cpeanuii Bo3pact 63,4+16.,4 ner (Tadmuma 12).
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Tabmuma 12 — KiouHuueckas XapaKTepUCTHKA TMAIMEHTOB IS TEHETHYECKOTO
UCCIIEIOBAHUS
[Toxazarenp I'pynma 1 (®II u | I'pynmna 2 (DII) I'pynma 3 (CCCY)
CCCY)

KonuyecTBo marmeHTOB 53 75 21
MykuuHbl/KeHIuHb, n | 22/31(41,5/58,5) | 50/25(66,7/33,3) 12/9 (57,2/42,8)
Cpennuii Bo3pacT, JieT 67,3+11,6 52,3+13,2 63,4+16,4

UBC, n (%) 36 (67,9) 22 (29,3) 12 (57,1)

I'b, n (%) 15 (28,3) 23 (30,7) 6 (28,6)
Jnut-t6 an-3a ®II, mer 4,8+3,2 4,1+1,8 -
CI, n (%) 8 (15,0) 14 (18,7) 4 (19,0)
I'mak.remorit.,% (M+SD) 6,7+0,4 6,9+0,9 6,2+0,9
XCH

®K 1, n (%) 29 (38,7) 6 (28,6)

OK |1, n (%) 30 (56,6) 24 (32,0) 9 (42,8)

®K 111, n (%) 5(9,5) 7(9,3) 4 (19,0)
Oxupenune

| cT, n (%) 16 (30,2) 11 (14,7) 2 (9,5)

Il ct, n (%) 4 (7,5) 5 (6,7) -
NMT, (M£SD) 26,9+5.9 25,345,1 23,0+3,4
Jucounuaemus, N (%) 35 (66,0) 27 (36,0) 7 (33,3)
Kinacc EHRA

I, n (%) 1(7,7) 2 (11,1) -

I1, n (%) 7 (53,8) 12 (66,7) -

1, n (%) 3(23,0) 4 (22,2) -
Pazmep JII1, Mm (M+£SD) 42,3+4.4 41,0455 40,2+5,3
®B JIK, % (M+SD) 64,9+5,3 65,2+8,5 64,0+4,8
['JIK, n (%) 17 (32,0) 5 (6,7) -
[Ipumeuanuss — PYA — pammouactotHas abOmammsi, JIC — nexapctBeHHbie cpenctBa, MBC —

umieMuyeckas 6osnesnb cepaua, I'b - runepronmdeckas 6one3nb, XCH — xpoHuyeckas cepraedHas
HenmocTatouHOCTh, JIIT — eBoe npeacepaue, UMT — unpexc maccer tena, @B JIK — ¢paxius Beiopoca
neBoro sxemynouka, ['JIDK — runeprpodus nesoro xemynouka, EHRA — European Heart Rhythm
Association (EBpomneiickast acconuanusi cepeqHOro puT™Ma).
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Bcem marmenTam B3AT aHAIHM3 KPOBU M3 KyOUTaIbHOM BEHBI. BhIeneHbl 00pasibl
resomHorr JIHK w3 neiikoruToB mnepudepuueckoii KpoBH € MOMOIIBIO Habopa
pearenToB. Ilomumepasnyio 1nennyo peakuuto (IIIIP) mpoBogumnam Mo MeTONUKE,
OTIMCAaHHOW BBIIIIE.

3.2.1 Pesyromamul uccieoosanus noaumop@usma xaivcexeecmpurna CASQ2
rs6684209 y nayuenmos ¢ @I, CCCY u ux couemarnuem.

B nepBoii rpynme BoisiBiieHo 38 marnueHToB (55,8%) ¢ HOCUTEIBCTBOM T€HOTHIIA
CC, 11 (16,1%) — renoruna CT, 1 (1,5%) — renoruna TT. Bo BTOpOI rpyrire reHOTHIT
CC unmenu 38 6osbHBIX (53,5%), rerotun CT — 15 (21,1%), rernotunt TT — 1 (1,4%). B
tpeThelt Tpynme reHotun CC Berpermics y 11 mccmenyemsix (55,0%), CT — y 6

(33,0%), romosurot o aywtento T He 3apeructpupoBano (Pucynok 10).
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Pucynok 10 — TemnepaTypHbie KpuBbI€ IIJIABJICHUS TYIUIEKCOB B aMIUTU(UKATOpE IO
kaHasiam 30HAa FAM (A) u HEX (b), no3Bosstone oOmnpeneauTh TEHOTHI
nosmmMopHbIX BapuanToB reHa CASQ2

YacrtoTa BcTpeuaeMocTu ajuiens T cocraBuia B niepBou rpyirmne 13%, Bo BTopoi —
17%, B Tpetbeit — 6%. Pacmpenenenme mnomumop¢Hbx BapuaHTOoB reHa CASQ2
COOTBETCTBOBAJIO paBHOBecuto Xapau-BaiinOepra (p=0,74). Yacrotel aiienei
HaXOJWJIMCh B IMana3oHe 3HaueHui, npeactaBieHHbIX B «1000 Genomes Project Phase
3 allele frequencies» st eBpomerickux nomynsnuid [81]. OTcyTrcTBOBajga reHaepHas
cnenu@UUHOCTh B paclpesiesieHnd BapuaHToB rs6684209. Ananu3 pacmnpenencHus
yacTtoT reHotunoB reHa CASQ2 wu amiened He NoKazal HAJIMYUE CTaTUCTHYECKU

3HAYMMBIX PA3TUYAN MEKIY UCCIIeAyeMbIMU rpyminamu (Tabnuma 13).

Tabmuua 13 — Yactora BcTpewaemMocTH reHoTunoB u amieneir rena CASQ2 B
UCCJIETYEMBIX TPYyIIax

I'enotunsl | 1 rpynna | 2 rpynna | 3 rpynna | P IS | P IS | P TSt
U ajuienu 1 5 3 rpynn 1-2 | rpynm 1-3 | rpymnm 2-3
CC,n (%) | 38 (55,8) | 38(53,5) | 11 (55,0) 0,79 0,71 0,84
CT,n (%) | 11 (16,1) | 15(21,1) | 6 (33,0) 0,59 0,41 0,66
TT, n (%) 1(1,5) 1(1,4) - 0,95 - -
C,n (%) 87 (87,0) | 91 (84,2) | 28 (82,3) 0,87 0,85 0,83

T, n (%) 13 (13,0) | 17 (16,8) | 6 (17,7) 0,62 0,56 0,88

[Mpumeuanuss — CC, CT u TT — renotunsl, C u T amnenu rena CASQ2, p — 10CTOBEPHOCTh
pazIuuuil MEXIy TPyITaMu (XZ-TCCT)
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[IpoBenen aHanu3 acconuanuu uccieayeMmoro noiumopdusma rs6684209 rena
CASQ?2 c pazsutuem ®OII, CCCY u ux coueranus. J{as 3TOro uccienoBaHa rpymnmna
KOHTpPOJIs, cocrosimas w3 31 manmueHta Oe3 MaHHBIX HApYIICHWH pUTMa Cepla,
cpennuit Bo3pact 60,9+8,9 net. 'enotun CC BwisiBieH y 19 uvenosek (61,3%), CT —y
10 (32,3%), TT — y 2 (6,4%). Yacrora BcTpewaemocTr ayiens T cocraBmia 22,6%
(Tabnuma 14).

Tabmuma 14 — Accommanus ucciemyemoro noaumopdusma rs6684209 rena CASQ2 ¢
pazButueM ®OII, CCCY u ux coueranus

I'enotunsl | 1 rpynna | 2 rpynna | 3 rpynna | I'pynna kontpons |p 1-4 |p2-4 |p 3-4
U aJIJIeNIN 1 > 3 4

CC,n (%) | 38 (55,8) | 38(53,5) |11 (55,0) 19 (61,3) 0,55 | 0,70 | 0,91
CT,n (%) | 11 (16,1) | 15(21,1) | 6(33,0) 10 (32,3) 0,43 | 0,74 | 0,88
TT,n (%) | 1(1,5) 1(1,4) - 2 (6,4) 0,73 | 0,28 -
C,n(%) |87(87,0)| 91(84,2) |28 (82,3) 48 (77,4) 0,62 | 0,60 | 0,84
T,n(%) |13(13,0)| 17 (16,8) | 6 (17,7) 14 (22,6) 0,18 | 0,41 | 0,64

[Ipumeuanuss — CC, CT u TT — renorunsl, C u T amnenu rena CASQ2, p — A0OCTOBEPHOCTb pa3iuyuil
MEXy TpyInamMu (METo CpaBHEHUS XZ-TGCT)

Accommariun  onmmopduszma 1s6684209 rena CASQ2 u pa3BUTHEM TaKux
HapymeHuit putma cepaua kak @I, CCCY u ux codeTaHus He BbIABIEHO. PaccuuTan
IOKa3aresb OTHOWEHHs maHcoB pa3BuTus coueranus PII m CCCY y manueHToB C
amtensmu C u T, kotoperit cocraun OR=1,124, 95%Cl 0,700-1,805, p=0,24 u OR=
0,576, 95%CI 0,254- 1,305, p=0,41 cootBercTtBeHHO, paszButus DIl — OR=1,130,
95%Cl 0,706-1,809, p=0,87 u OR= 0,724, 95%Cl 0,334- 1,507, p=0,39
coorBercTBeHHO, pa3Butus CCCY — OR=1,064, 95%Cl 0,569-1,990, p=0,32 u OR=
0,782, 95%CI 0,275- 2,220, p=0,53 coOTBETCTBEHHO.

3.2.2  Pezyromamul  uccinedosaunusi — noaumopgusma  rs3766871  cewa
puarnoournoswlx peyenmopos RYR2 y nayuenmoe ¢ @I, CCCY u ux couemanuem.

B niepBoii rpymime BoisBiieH 51 namuent (96,2%) ¢ HocutenbecTBOM reHotumna GG,
2 (3,7%) — renorunma GA. Bo Bropoii rpymme renotun GG wumenu 72 OGOJbHBIX
(96,4%), renotunn GA — 2 (2,6%). B tpetbeii rpynne renorun GG Berpetwiics y 19
uccienyeMbix (90,4%), GA —y 2 (9,5%). 'oMo3uroT 1o aieno A He BCTPETHIIOCh HU

B oxHoi rpymie (Puc. 11).
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Pucynok 11 — TemnepaTypHble KpUBBIE TUIABJICHHS JYTUIEKCOB B aMIUTU(UKATOPE IO
ka"Hasiam 30H7a FAM (A) m HEX (b), mosBomsitomue omnpeneanTh TeHOTHI

noauMop¢HbIX BapuaHTOB reHa RYR2.

YacToTa BCTpeuaeMoCTH ajuiensi A cocTaBuia B niepBoi rpynne 1,8%, Bo BTopoit
—2,7%, B Tperbeir — 9,5%. Pacmpenenenne monmmmopdHBIX BapuaHTOB reHa RYR2
COOTBETCTBOBAJIO paBHOBecwto Xapnau-BaitnO6epra (p=0,76). Yactotel amieneit
HaxOJWINCh B AWaNa3oHe 3HaueHUH, npeactaBieHHbIX B «1000 Genomes Project Phase
3 allele frequencies» mis eBponeiickux momynsuuii [82]. OtcyTcTBOBaNa rexaepHast
criennu(pUIHOCT, B pacmpeicicHun BapuaHTOB IS3766871. Anamm3 pacnpenaencHus
yacToT TeHoTuroB TeHa RYR2 w ammeneit He mokasanm Hajau4We CTaTHCTUYCCKU

3HAYMMBIX PA3TUYUN MEKIY UCCIEAyeMbIMU rpymnaMu (Tabnuia 15).
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Tabmuma 15 — Yacrtora BcTpeuaeMocTH TeHOTUIIOB W aienedd reHa RYR2 B

UCCJIeIyEMBIX IPYyIIax

['enotunsl | 1 rpynma | 2 rpynna | 3 rpynmna | pl-2 pl-3 p2-3

M aJUIeITH| 1 2 3

GG, n (%) | 51(96,2) | 72(96,4) | 19 (90,4) 0,99 0,86 0,86
GA,n (%) | 2(3,7) 2 (2,6) 2(9,5) 0,73 0,35 0,19
G, n (%) | 104(98,2) | 146(98,7) | 38 (95,3) 0,97 0,90 0,88
A, n (%) 2 (1,8) 2 (1,3) 2 (4,7) 0,73 0,34 0,18

[Tpumeuanus — GG, GA — rerorunsl, G u A amnenu reHa RYR2, p — 10CTOBEpHOCTh pa3inuuii
MESKILY TPYIITaMu (METOJ CPaBHEHHUS Y’-TecT).

[IpoBenen ananu3 accouuanuu uccieayemoro noiumopdusma rs3766871 rena

RYR2 c¢ passutnem ®II, CCCY u ux coueranusa. i 3TOro umcciienoBaHa rpynmna
KoHTpoJisi S0 manueHToB 0e3 JaHHBIX HapYIICHWW pUTMa Cepjlla, CPEeIHUNA BO3PACT
60,948,9 ner. I[P ananu3 BHIMOJIHEH TO aHajdormuHoMmy mpoTokody. ['enorun GG
BoIsiBIIecH Y 49 uenosek (98,0%), GA — y 1 (2%). PacmpoctpaneHHOCTh ayiens A
cocrasuia 1% (tabiuma 16).

Tabmuma 16 — Accommarus ucciaeayemoro mnonumopdusma rs3766871 rema RYR2 ¢

pazutueM @I, CCCY u ux coueranus

I'enorumns! | 1 rpynma | 2 rpynmna | 3 rpynmna | ['pynmna P14 |P2-4|P 3-
1 aJuIeNn 1 2 3 4 4

GG, n (%) | 51(96,2) | 72 (96,4) | 19 (90,4) 49 (98,0) 0,94 | 0,93 | 0,83
GA,n (%) | 2(3,7) 2 (2,6) 2 (9,5) 1(2,0) 0,60 | 0,81 | 0,17
G,n (%) |104(98,2) | 146(98,7) | 38 (95,3) 99 (99,0) 0,96 | 0,98 | 0,88
A, n (%) 2 (1,8) 2 (1,3) 2 (4,7) 1(1,0) 0,60 | 0,80 | 0,16

[Tpumeuanus — GG, GA — rerotumnsl, G 1 A awenu reda RYR2, p — 10CTOBEpHOCTD pa3nuinii MexXIy
rpyrmnamu (MeToJ CpaBHEHHUS y>-TecT)

Accommarun  monmumopdusma 1s3766871 rena RYR2 u pasBuTHeM Takux
HapymeHui putMa cepaua kak @I, CCCY u ux coueranus He BbIsBICHO. Paccunrtan
nokaszareiib OTHOIeHUsI maHcoB pa3BuTusi coueranuss OII u CCCY y mauueHToB ¢
amtenssmu C u T, koropsiit cocrasun OR= 0,991, 95%CI 0,672- 1,461, p=0,19 u OR=
1,887, 95%CI 0,168- 1,134, p=0,81 cootBercTBeHHO, pazsutusi PII — OR= 0,996,
95%Cl 0,695- 1,428, p=0,18 u OR= 1,351, 95%CI 0,121- 5,104, p=0,89
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cootrBeTcTBeHHO, pa3zBuTusi CCCY — OR= 0,960, 95%CI 0,568- 1,620, p=0,26 u OR=
5,768, 95%CI 0,441- 6,700, p=0,53 cOOTBETCTBEHHO.

3.2.3 Pesynvmamol ucciedosanus nomumopdusma rs1860561 zena Ca®*-ATD-
asvt ATP2A2 (SERCA2A) y nayuenmos ¢ @I, CCCY u ux couemanuem

B mepgoii rpynme BoisiBneHo 33 manueHTta (62,2%) ¢ HOCHTEIHCTBOM T'€HOTHIIA
GG, 19 (35,8%) — renoruma GA, 1 (1,8%) — renoruna AA. Bo Bropoii rpymme
redotunt GG umenu 50 60sbHBIX (66,6%), reHoTHn GA — 23 (30,6%), renoturr AA — 2
(2,6%). B tpetseit rpynmne rernotunt GG Berpermics y 12 uccnenyemsix (57,2%), GA —

y 9 (42,8%). 'oM03uTOT 110 ayuIeNio A B TpeTheil rpyrmie He BecTpeTuiaock (Puc. 12).
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Pucynok 12 — TemmneparypHble KpUBbIE TUTABIICHUS TYTJIEKCOB B aMIUTH(PUKATOPE TI0
kaHanam 3o0HI1a FAM (A) u HEX (b), mo3Bomsitoiiue omnpeneauTb Te€HOTHUI
nonuMopdHbIX BapuanToB reHa ATP2A2 (SERCA2A).
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Yactora BcTpewaemoctu amienss A cocraBmwia B mepBout rpymme 18,8%, Bo
BTOpOil —18%, B Tpetwheil — 21,4%. Pacnpenenenue monuMop@HBIX BapHaHTOB I'eHa
ATP2A2 (SERCAZ2A) cootBeTcTBOBaJIO paBHOBecHIO Xapau-BaitnOepra (p=0,64).
YacToThl ajiesie HaxOAWINCh B JHMaNa30HE 3HAYCHWH, mnpeacraBieHHbIX B «1000
Genomes Project Phase 3 allele frequencies» s eBponeiickux mnomynsuuid [83].
OTtcyTcTBOBaNIa TeHAEpHas CHenu(PUUHOCTL B pacipeneieHnu BapuaHToB IS1860561.
AHanu3 pacmpeneneHus 4acToT TeHOoTHnoB reHa ATP2A2 u anneneil He mokasan
HAIMYUE CTATHUCTUYECKH 3HAUYMMBIX pa3IU4did MEXIy WCCIEAYEMbIMH TpYyIIIaMu
(Tabmuma 17).

Tabmuua 17 — Yacrora BcTpedaeMoCTH TeHOTHINOB W ameneil rena ATP2A2 B
HCCIIETYEMBIX TPYIIIax

I'enotunsl | 1 rpynma | 2 rpynna | 3 rpynma | pl-2 pl-3 p2-3

U aJljIeNu 1 > 3

GG,n (%) | 33(62,2) | 50(66,6) | 12 (57,2) 0,81 0,83 0,70
GA,n (%) | 19(35,8) | 23(30,6) | 9(42,8) 0,66 0,70 0,46
AA, n (%) 1(1,8) 2 (2,6) - 0,77 - -
G, n (%) 86 (81,1) | 123(82) | 33(78,6) 0,95 0,90 0,87
A n (%) 20 (18,9) 27 (18) 9 (21,4) 0,88 0,77 0,67

[Tpumeuanus: GG, GA, AA — renorunsl, G u A amenu rena ATP2A2, p — 10CTOBEpHOCTD pa3nuuuii
MEIKJLy TPYIITIaMHU (METOJI CPABHEHHS Y°-TeCT).

[IpoBenen ananu3 acconuanuu uccieayemoro noiumopdusma rs1860561 rena
ATP2A2 c pazsutuem @I, CCCY u ux coueranus. [ns 3TOoro vccienoBaHa rpymnmna
KoHTposss 41 mauueHT O€3 JaHHBIX HApyIIEHWW pUTMa cepiua, CpeaHud BO3pacT
60,9£8.,9 ner. [1L{P ananu3 BRIMOJIHEH 110 TaKOMY k€ MPOoTOoKoy. ['eHoTun GG BhIsBICH
y 27 yenosex (65,8%), GA —y 12 (29,3%), AA — 2 (4,9%). YacToTa BCTpedaeMOCTH
aiens A cocraBuia 19,5% (tabmuna 18).

Tabnumna 18 — Accormarnus ucciemxyemoro noaumopdusma rsl860561 rena ATP2A2 ¢
pazButueM OII, CCCY u ux coueraHus

I'enoruns! | 1 rpynna | 2 rpynna | 3 rpynna | I'pynna koutpons | P1-4 | P2-4 | P 3-4
U aJuIeau 1 2 3 4
GG, n (%) | 33 (62,2) | 50 (66,6) | 12 (57,2) 27 (65,8) 0,86 | 0,96 | 0,74
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GA, n (%) | 19 (35,8) | 23 (30,6) | 9 (42,8) 12 (29,3) 0,63 | 0,90 | 0,45
AA N (%) | 1(1,8) | 2(26) - 2 (4,9) 042 | - -
G,n (%) |86(8L1) | 123(82) | 33 (78,6) 66 (80,6) 0,97 | 0,92 | 0,93
An (%) |20(189) | 27(18) | 9 (21,4) 16 (19,5) 092 | 0,81 | 0,83

[Tpumeuanue — GG, GA, AA — rerorunsl, G u A amtenu reHa ATP2A2, p — 10CTOBEpHOCTh pa3Inunii
MESKILY TPYIITaMu (METOJ CPaBHEHHUS Y-TecT).

Accormmarun  monmmMopduzma rs1860561 rena ATP2A2 u pa3BuTHEM TaKuX
HapymeHuii putMa cepaua kak @lI, CCCY u ux coyetaHus He BbISBICHO. Paccuntan
NoKasaresib OTHOIIEHUsT maHcoB pa3BuThs coueranuss OII m CCCY y mauumeHToB c
amtensamu C u T, kotopsiii coctaBmit OR= 1,008, 95%CI 0,655- 1,551, p=0,20 u OR=
0,967, 95%CI 0,472- 1,982, p=0,36 coorBercTtBeHHO, pazButus PII — OR= 1,019,
95%Cl 0,681- 1,523, p=0,20 u OR= 0,922, 95%CI 0,470- 1,811, p=0,34
coorBeTcTBeHHO, pa3Butus CCCY — OR= 0,976, 95%CI 0,558- 1,708, p=0,28 u OR=
1,098, 95%CI 0,448- 2,694, p=0,45 cCOOTBETCTBEHHO.

[Ipoananu3upoBaHa accolMalysl BCEX MOJIUMOP(PU3MOB C Pa3BUTUEM HEKOTOPBIX
nokazarenei: pazmep JIII, @B JDK, ®K XCH, UMT, oxupenue, nuciaunuaemus, ['JDK,

C/1, ypoBeHb TIIMKHPOBAHHOTO TeMoriioonHa (Tadmmmbel 19-21).
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Tabmuma 19 — Accommanusa nomumopdusma 1s6684209 rema CASQ2 ¢ pazBuTHEM

HEKOTOPBIX (PaKTOPOB

Uccnenyempblii I'enotun YpoBeHb p
bakTop CC, n=87 CT, n=32 TT, n=2
Pazmep JIIT, mm 42,7+3,9 39,9+5,1 41,5+4,9 0,05*
OB JIK,% 65,2+7,2 64,9+8,5 66,5+0,7 0,47*
®K XCH, n (%) 1-28 (32,2) 1-14 (43,7) I- 0,42**
11-41(47,1) 11-12 (37,5) 11-1 (50,0) 0,83**
111-11(12,6) 111-2 (6,2) I1- 0,36
VMT kr/m’ 26,1%5,9 24,8+4,6 23,5+2,1 0,69*
HbA1C, n (%) 7,1+0,8 6,4+0,3 -
Osxupenue, n (%) 1-18 (20,7) I-5 (15,6) - 0,60**
11-9 (10,3) -1 (3,1) 11-1(50,0) 0,14**
Hucmumua-s, N (%) | 47 (54,0) 15 (46,9) 1 (50,0) 0,92**
['JIK, n (%) 12 (13,8) 5 (15,6) 2 (100) 0,09**
CHa, n (%) 11 (12,6) 4 (12,5) - 0,98**

[Tpumeuanus: JIIT — neBoe npencepaue, @B JIK — dpakius BeiOpoca seBoro xemynouka, DK XCH
— (YHKIMOHAJBHBIHN KJIacC XpOHUYECKOH ceplieuHoil Henoctarounoctu, IMT — uHaeke Macchl Tena,
I'VDK — runeprpodpus neoro xenypouka, CJ| — caxapubiii auaber 2 tuma, HbAIC -
TJIMKAPOBAaHHBIN reMoryioOnH. *-nucnepcuoHHbii ananu3 Kpackena-Yommuca, ** - y-kBagpar-Tect

[Ipu uccnenoBanuy mokaszaTelieil oOpamiaer Ha ceOsi BHUMaHUE 3HAYCHHUE pa3Mepa

JIII 'y mnauumeHtoB ¢ pasHbiM reHotunoM reHa CASQ2. Ilpu wHCKIOUYEHUH

TOMO3UTIOTHOIO reHotuna mo T ajjento U3 aHajau3a U CpaBHCHHH [HaHHBIX TI'PYIIII,

ucnons3ys U-kpurepuit ManHa-YUTHH,

paznuuus ¢ yposaeM p<0,01 (Puc. 13).

MOJTy4YEHBI

CTaTUCTUYCCKHU

3HAa4YUMBbIC
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Pucynoxk 13. Pazmep neBoro npencepaus y NallMEHTOB € Pa3JIMYHBIMU TEHOTUIIAMH

rena CASQ2. 1 — renotun CC, 2 — renotun CT.

Takum 00pa3om, BBISBICHO, UYTO MAIMEHTHI C TE€TEPO3UTOTHBIM T€HOTHIIOM TCHA
CASQ2 wmeHee ckinoHHBl K pgunatanuu JIII, demM mnDanmmeHTHI ¢ TOMO3UTOTHBIM
TCHOTHIIOM.

B3anMocBs3b AByX Apyrux noauMopdusMoB npeactaBieHsl B Tabmumax 19-20.



Tabmuma 20 — Accommanusa noauMmopduzma rs3766871 rena RYR2 ¢ paszButuem

HEKOTOPBIX (PaKTOpOB

75

Hccnenyembrit I'enoTun YpoBeHb p
(dhaxTop GG, n=143 GA, n=6
Pazmep JIIT, mm 41,5450 42,7+3,6 0,61*
@B JIK,% 65,1+7,2 63,0+5,8 0,31*
®K XCH, n (%) 1-47 (32,8) 1-3 (50,0) 0,56**
11-62(43,3) 11-1 (16,6) 0,36**
111-15(10,5) I11-1 (16,6) 0,67**
VMT kr/m’ 25,7+5,4 24,6+4,9 0,75*
HbAI1C, n (%) 6,9+0,7 - -
Osxupenue, n (%) 1-29 (20,3) I-1 (16,6) 0,85**
1-11 (7,7) - -
Jucnunua-s, n (%) | 68 (47,5) 5 (83,3) 0,36**
['JIK, n (%) 22 (15,4) - -
CH, n (%) 21 (14,7) 1 (16,6) 0,90**

[Tpumeuanus: JIII — neBoe npencepaue, @B JIK — dpakuus Beidpoca neBoro xenynouka, DK XCH
— (pyHKLIMOHAJIBHBIN KJIACC XPOHUYECKON cepaeuHoil HepocraTouHocTtH, UMT — uHzAekc macchl
tena, ['JDK — runeprpodus nesoro »xenynouka, CJ| — caxapueiii nuaGer 2 tuma, HbAIC —
TIIMKUPOBaHHBIN reMornoouH. *-U-kputepun Manna-YutHu, ** - y-kBagpaT-TeCT
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Tabmumna 21 — Accomnuanus nogumopdusma rs1860561 rena ATP2A2 ¢ pasButrem

HEKOTOPBIX (PaKTOpOB

Hccnenyembrit I'enoTun YpoBeHsb p
(dhaxTop GG, n=95 GA, n=51 AA, n=3
Pazmep JIIT, mm 41,1+4.8 32,0+5,1 46,3+£5,5 0,70*
@B JIK,% 65,2+7,1 64,8+7,3 64,3+5,8 0,54*
®K XCH, n (%) 1-31 (32,6) 1-17 (33,3) I-2 (66,6) 0,42**
11-42(44,2) 11-21 (41,1) - 0,83**
111-11(11,6) 111-4 (7,8) 11-1 (33,3) 0,36
VMT kr/m’ 25,6+5,3 25,7+5,4 26,3+6,8 0,94*
HbAI1C, n (%) 6,7+0,5 7,0+0,7 - 0,92*
Osxupenne, n (%) 1-18 (18,9) I-11 (21,6) -1 (33,3) 0,64**
11-7 (7,4) 11-4 (7,8) - 0,14**
Jucnunua-s, n (%) | 49 (51,6) 22 (43,1) - 0,56**
['JIK, n (%) 13 (13,7) 13 (13,7) - 0,14**
CH, n (%) 17 (17,9) 4 (7,8) 1(33,3) 0,28**

[Tpumeuanus: JII1 — neBoe npeacepaue, ®B JIK — dpakius Beidpoca neporo xkenynaouka, DK XCH
— (PyHKIMOHAJIBHBIN KJIACC XPOHUUYECKOM cepaedHoi HepocTtatouHocTd, UMT — nnaeke maccel tena,
I'JDK — runeptpodus neBoro xenynouka, CJI — caxapubeiii guaGer 2 Tuma, HbAIC -
TJIMKMPOBAHHBIN reMOTIO0nH. *-aucnepcruonnbiit ananu3 Kpackena-Yomnuca, ** - y-kBagpar-tect
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I'TABA 4 OBCYXAEHUE PE3YJIBTATOB UCCJIEAOBAHUA

B MIPOBEJICHHOM HCCIIeIOBAaHUU OIIEHUBAJIACH 3¢h(HEKTUBHOCTH
WHTEPBEHIIMOHHOTO JieueHus nepcuctupytomieit hopmer Gl y manueHTOB, Y KOTOPHIX B
KauecTBe KOMOPOMAHON maTtoyioruu uMmenach nucyskius CY u ObUl UMILIAHTUPOBAH
nByxkamepHbiii OKC. B cBsi3u ¢ OTCYTCTBMEM B HACTOAIIMA MOMEHT METOJIa JICUEHUS
®I1, obecnieunBaroIEro MOJHOE YCTPAaHEHUE apUTMUU, TTPOJOJIKAIOTCS IOMCKH HOBBIX
noaxoaoB. OO0bEeM KaTeTepHOr0 BMEIMIATEILCTBA 3aBHCHT, TPEKIE BCETO, OT (HOPMBI
®II. B pabote ucnonp3oBaiics, ¢ Haleld TOYKK 3peHHs, HanOoJiee paclpoCTPAHEHHBIN U
HEIJIOXO0 3apEeKOMEHI0BABIIMMA ce0sl Croco0, COUYEeTAONINI aHTpalbHy0 n3osnuio JIB
Y JINHEWHBIC BO3JCHCTBUS C HU3OJISLIMUECH 3aJHEW CTEHKH U HAa MUTPAIBHOM HCTMYCE.
Takoi moaxox IMO3BOJISAET BO3JEMCTBOBATH KAaK HAa TPUITEPHBIM KOMIIOHEHT Pa3BUTHSA
@Il B ycteax JIB, Tak U Ha HEMOCPEACTBEHHO CYyOCTpaT apUTMHH, CIOCOOHBIM
MOJJIEPKUBATH €€ HA MPOTSHKEHUU JIJIUTEIIBHOTO BPEMEHH.

B pabGore B kauecTBe OOBEKTUBHON OIEHKH CEPACYHOIO PUTMA M JPYTUX
MoKazaTejaed KapAUOCTUMYJSIIAN HWCMOJb30BAICS YJAJCHHBIM TEJIEMOHUTOPUHT C
UMILUTAHTUPOBaHHBIX ~ OKC,  KOTOpBIM  fABISIETCA  HAAECKHOM  aJbTEPHATHBOU
aMOyJaTOpPHBIM OOCJIEOBAaHUSAM U TIO3BOJISIET MOJy4daTh OoJibllie WHOOpPMAIUU O
MAIMEHTAX, YeM IPU UX NEPUOINYECKUX BU3UTAX B KIMHUKY.

Onna u3 npobiem PYUA — Bo3HukHOBeHHE paHHUX peruanBoB DII. Pannumu
CUUTAIOTCS PEIUIMBBI 0 3-X MeC Tocjie abjialli U BbI3BAHBl HEBO3MOXHOCTHIO
JOCTHXKCHUS HEMPEPBIBHOCTA M TPAHCMYPAIBHOCTA TMOBPEXKICHUS BO BpeMs
MPOLEAYPbl M, BEPOSATHO, HECOBEPUICHHBIMM MEXaHU3MaMHU HMHTPAONEPALMOHHOTO
KOHTpOJIs noBpexaeHus. [1o HammM ganHbiM panHue peruauBbl OII nHabmomanuce y
13% OonbHBIX. B nurepaType M0Jis paHHUX PEIUIMBOB IOCIE WHTEPBEHIIMOHHOTO
BO3JIEHCTBUSI pa3inuuHa u Kosebnercs oT 3% 1o 65%. Tak, Hanpumep, 1Mo JaHHBIM P.
Jais ¥ coaBT. 107 MALMEHTOB, Y KOTOPBIX BO3HUKIM paHHUE peuuauBbl DI, He
npesbimana 5% [35], mpu 3TOM HEOOXOAMMO YYHMTHIBATh, YTO IMOCICONEPAITMOHHBIH
KOHTPOJIb PUTMa Cepilia y 00CIeayeMbIX OCYIIECTBIISUICS MEPUOINICCKUMH 3aUCIMU
OKI' u nmpoBefieHHEM CYTOYHOI'O MOHUTOPUPOBAHUS 4epe3 3 Mec. HaOmojeHus. A B

pabote R. Weerasooriya u coaBt. 6onbmuHCTBO pennauBoB PIT (65%) nocie abnanuu
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HaOmoan0ch B mepseie 6 Mec. [33]. O0beM omepaTHBHOrO BMEMIATEIHCTBA B O0OMX
UCCIIEIOBAaHMSIX OB aHAJIOTHYEH MCIOJIb30BAaHHOMY B padoTe.

CpaBHEHHE Tpylnn B TEUYEHHE NEPBBIX MECSUEB HAOMIOJEHUA IO JIaHHBIM
TEJIEMOHUTOPUHTA MOKa3bIBaeT, 4To mapokcusmel OII B rpymnmne nexkapctBeHHON AAT
BO3HHKAIOT YaIlle, YeM y TAIUCHTOB TMOCye KareTepHoil admammu. Yxe y 20% O00abHBIX
K 3-M Mec. HaOmoJleHUs BO3HUK XOTs Obl onuH mapokcusm DIl a k momyromy
KOJIMYECTBO MAIIUEHTOB C PEUUIMBOM YBEIMYMIOCH U cocTaBuio 52%. Ilo nannsim P.
Jais u coaBT. 63% OONBHBIX MMOCIE 6 MeC. U3 TPYNIbl MEAMKAMEHTO3HON Tepamnuu
nepelnuii B TPyNIy KaTeTepHOTO JIEYeHUsT B CBI3M C  HEIDPEKTUBHOCTHIO
aHTUAPUTMHYECKUX CPEJCTB, B TOM YKCJI€ B KOMOMHAIIMOHHOM BapuaHnte. HeoOxonumo
NOMHUTh, YTO IIOCJIE BO3HHMKHOBeHHUs mapokcusmMoB DIl na ¢oue mnpuema JIC,
IIPUBEP)KEHHOCTh K JICYEHUIO CO CTOPOHBI NAIMEHTOB CHMKAETCA B 3HAYMTEIILHOM
CTETICHU M MOKET MPUBOJIUTH K MOJTHOMY OTKa3y ux or AAT [31].

Pasnenenne peunausoB DIl Ha paHHME M NO3JHME B HAIIEM HCCIEIOBAaHUN
MO3BOJIMIIO YK€ MOCJe 3-X MeC. BBISIBUTH LIEJIECO00PA3HOCTh JIBYXATAMHOIO MOAX0OAA K
neuennto nanueHtoB ¢ CTb, 3akmouaromerocs B umimantaiuu OKC u npoBeaeHHIo
poLeaypsl kKarerepHoro JiedeHus PII.

Ilocne roma HaOmOOEHMsA 3a NAUUMEHTAMU, HAMETUBILIEECS MPEUMYILIECTBO
KAaT€TEpHOTO BMELIATENIbCTBA NEPE] MEAMKAMEHTO3HBIM IOAXOJOM, YBEJINYUIOCH B
passl. [lo HamMM gaHHBIM, 9yTh O0Jiee MOJ0BUHBI 00JIbHBIX (53,5%) nocie PUHA ®II ne
MMEJIA MApOKCU3MOB apUTMHH B T€UeHHE 12 mec. MoHMTOpUHTA. B rpynie xe, kotopas

nonydana AAT, addexTuBHOCTH JiekapcTBeHHOTO jedenus: coctaBuia 21% (Pucynox

14).
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Pucynox 14. Kpussie Kannana-Meitepa. CBoOoga OT apuTMHUU y MAIIUEHTOB MOCIIE
PYA — 1 u 6e3 PHA — 2.

B nurtepaTtype npeacTaBieHO HECKOJBKO padOT MOCBSIIEHHBIX CPABHEHHUIO JIBYX
noaxonoB npu JiedeHud @I, BonbIMHCTBO W3 HHUX TNOKA3aJIM NPEUMYIIECTBO
KaTeTepHOIl abyanuy HaJ JEKapCTBEHHOW Tepamueil. Tak B OoJbIIOM MeTa-aHaau3e,
npoBeneHHbiM A.R. Khan u coaBr. u Brmouarommm Ooyiee 1 ThIC. MAIMEHTOB,
IPOJEMOHCTPUPOBAHO, UYTO (P(PEKTUBHOCTH KATETEPHOUM Mpoueaypsl coctaBiser 72%,
a oa¢dextuBHocTh AAT He mnpessimaer 35%. HecmoTrps Ha reTeporeHHOCTbH
paccMaTpUBaeMbIX UCCIICIOBAHUI aBTOPHI MOKA3au MOJOXKUTENbHBIN 2 PekT admauu
Ha TeueHue OII mpu MCNoNb30BaHUM WHTEPBEHIMOHHOM MPOUEAYPhl KAK B KAa4€CTBE
Teparnuu NepBoii TUHUH, TaK U B KaUeCTBE BTOPO mocie HedPHEKTUBHOTO IPUMEHEHUS
antruaputmuaeckux JIC [31].

B nccnegosannu RAAFT-2 otmeuainocs, uto cBodoaa ot ®PII cocrasisier 45% B
rpymrie adnanuu U 28% B rpyIine MeIMKaMEeHTO3HO# Tepanuu [85].

B wuccnemosanme L. Mont u coaBT. Obuto BKIIOYeHO 146 mamuenTtoB, 98 u3
KOTOPBIX TIEpEHECIH KaTeTepHylo abmarnuto. Pesymprarel mokazamm, uto 70%
MAIMEHTOB TMOCJIE BMEIIATENBCTBA HE UMENIA YCTOWUYUBBIX Mapokcu3mMoB DII B TeueHue
12 mec., Torna kak B rpymnmne AAT cBoboansr ot ®DIT okazanuck 43% OonbHBIX [36].
Kpome pennnusa @I1, B paboTe OlleHUMBAIIOCHh M BOSHUKHOBEHUE JAPYTUX MPEICEPAHBIX

apuT™MHii B 00eux rpynmax. [Ipu 3ToM rpymna MHTEPBEHIIMOHHOIO JIEYEHUs MoKa3ana
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0oJyiee BBICOKYIO BEpOSTHOCTh OTCYTCTBUSI Kak peuumaua DI, tak u npyrux
npeacepanbix TaxuaputMmuid. [locne 3aBepiennst HaomtoaeHus 47% NanueHToB IPYIIbI
AAT nonBepriuch KaTeTepHOM MpoLeaype.

Padanilam B.J. u coaBT. B cBoeli paboTe, B KOTOPOH TakKe IPOBOIMIN
cpaBaenue s¢pdextuBHOCTH AAT m karerepHoit abmamuu @II, yrBepxkmaior, 4TO
KaTeTepHas Mpoleaypa JOJKHA MO-TPEKHEMY HCIIOJIb30BAaThCA KaK BapHaHT BTOPOU
JUHUYU 1)1 OOJIBIIMHCTBA MALMEHTOB, KOTAa OJHO WJIA HECKOJBKO aHTHUAPUTMUYECKUX
npenapaToB sBISOTCS Hed(hekTuBHBIMU [79].

B Oonee pannem naGmomennu O.M. Wazni u coaBT. IpoaHaIHM3UPOBAJIH
3 PekTUBHOCTD panoyacTOTHON m3ossanuu JIB o cpaBHeHuto ¢ nekapctBeHHO AAT
y manuenToB ¢ cumnromarndeckoir ®I1 [84]. B xonue omHonerHero Hadmoaenus 13%
OONBHBIX B Tpymnmne adnanuu u 63% B rpynne AAT umenu Xots Obl OIUH YCTOWYUBBIN
napokcusm OPII. Tak xe rpynna abnamuu npesocxoauna AAT mo TakuM mokaszaTessm
KaK TOCIUTAIN3alMs U YIIYUIIeHHE KaueCTBa )KU3HU M0 CYOBEKTUBHBIM OIPOCAM.

WNurepecna padora E.A. IlokymanoBa u coaBT., KOTOpbIE B KayecTBe Oosee
00beKTUBHOM o1ieHKH dPdekTuBHOCTH PUA 1cnosib30Bany amnmapar Jjisi HeIpepbIBHOTO
noakoxkHoro wmouutopunra Reveal XT (Medtronic Inc., US), koropsiii ObLI
MMIUIAHTUPOBAH BCEM IMAaIMEHTaM I[OCje MEepBUYHON mpouenypsl admamuu DI B
WCCIICIOBAHUM TPUHIO ydacTue 258 OonbHBIX, 45% H3 KOTOPBIX HMEIH
nepcuctupytomyto ¢opmy OPII. Tlo pe3ynbraram OHOJETHErOo HaOMIOACHUS OBLIO
nokazaHo, 4ro 48% mnanmeHToB ¢ mnepcuctupyromend @PII He umenu penuauBOB
aputmud. [Ipu sToM HU onuH U3 ATUX O00dbHBIX He mpuHUMan AAT. IloBTopHbie
nporeaypsl adjanuu npoaeMoHCTpupoBaiid dpPekTuBHOCTE 64%. [Ipu 3TOM rpynmbl
MAlMEHTOB C MEPCUCTUpPYOUEH W mapokcusMainbHo @PII mmenu craructuuecku
3HaUUMbIe OTJIMYUSA MO A((HEKTUBHOCTH abiallud Kak IOCe TEPBOM, TaK M TOCTE
NOCJIEAYIONIMX  MHTEPBEHIIMOHHBIX  BMELIATENBCTB. ABTOpPbl  OOBSICHSIOT  3TO
«amurenbHocThIo DI 10 onmepanuu, 4To B CBOKO OYEpEb MPUBOJUT K MEXAaHUYECKOMY
PEMOJICTIUPOBAHUIO UM YBEIMYEHUIO pPa3MepoB MpEACEepAuid», M MPU3bIBAIOT K
HE0OXO0AMMOCTH abjanuu npu napokcuzManbHoil @II, mpexne yeM oHa meperaeT B

HEPCUCTHUPYIOIIYIO WK JJTUTENIbHO nepcucTupyromnryo ®IT [12].
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Pe3ynbTaThl mpUBEIEHHBIX HUCCIEAOBaHUM, OCOOEHHO C y4yeToM 0o0Jjiee TOYHBIX
MeTo/10B o1eHKH dddexTuBHOCTH PUA, OKa3aIMCch COMOCTABUMBI C HAIITUMU JTAHHBIMHU.
MoOOWIBHBIN TEIEMOHUTOPUHT OKa3aics 3(PGEKTHUBHBIM CPEICTBOM, MO3BOJISIONUM
JIOCTOBEpHO OTCJIEAUTh M3MEHEHHS pHUTMa cepjla NalueHTa B J000W Mepuos
Habmoaenus. K Gonee octopoxknoit orneHke 3 dextuBHocTr jeuenuss OII nmpussiBaroT
U npyrue ucciemoBatenu. Tak, Y. Osaka u coaBT. MPOaHAIM3UPOBAIM yCIIEX a0Jalluu
®I1 y narmmentoB ¢ CCCY u mmrutantupoBanabiM DKC [104]. HeGompirast rpymma
0onpHBIX (N=56) mocite nmposenenHow abdnaruu ®I1 HaxoaMUIach MO HAOIOICHUEM B
TE€YEHHUE MATUIIETHETO nepruoaa. ABTOPHI OleHUIN 3(h()EKTUBHOCTh NMEPBOM KaTETEPHON
MpOIeIyphl, KOTOopas cocTaBmwia 58%, W TMOCIEIYIONUX TOBTOPHBIX aOjarui ¢
abdextuBHOCTRIO 86%. [lpu »TOM WHCCleqoBaTENM HMCHOIB30BAIM JBa MOAXOAa B
olleHKH J((PEKTUBHOCTU: TEpPBBI — Ooyiee TPAAUIMOHHBIA, C MTPUMEHEHUEM
perucTpald CyTOYHOTO MOHUTOPHUPOBAHMS KaxKJble 3 MecC. Mociie BO3ACHCTBUS,
BTOpOil — omnpoc uMmiantupoBanHoro ammnapara JKC kaxnaeie 6 mMec. C moMomibio
BTOPOTO MeToAa OBbUIM  BBISBICHBI JIONOJHUTEIBLHO MAIlMEHTHI, Y KOTOPBIX
3apeructpupoBanbl penuauBsl DII. B urtore, spdekTUBHOCTL MocCie MATUIECTHETO
MOHMTOpHHTa cHU3MIach 10 40% mocie nepBoi npoueaypsl U 10 60% mociie BTOpOi.
[Tocne 12 mec. HaOMIOAEHUS PE3yiabTaThl ObUIM COMOCTABUMBI C HAIIUMU JTAaHHBIMHU.
Ananoruunsie uccinenoBanusi y manueHToB ¢ ®II u CCCY Obum mpoBeAeHBI elle
panoM aBTopoB. Tak, Verma u coaBT. MPOJAEMOHCTPUPOBAIIUA, UYTO U3 86 TMAIUEHTOB
ToJIbKO y 46 (53%) He Obuto penmauBoB PII mocne karerepHoit admaruu [115]. B
padote Tondo C. u coaBT., Mp¥ KOTOPOW HCIOJIH30BAIH HEMPEPBIBHBIN MMOAKOXKHBIHN
MouHTOD TTociie PYA, addexTuBHOCTH mocieaneii coctapuia auib 40% [116].

Hamnune wmmmantupyemoro OKC y rpynnsl nmanueHtoB ¢ CTB ¢ onHow
CTOPOHBI, KaK CKa3aHO BbIIIE, O0JeryaeT 3ajgady KOHTPOJIA pUTMa Cepjilia MaIlMeHTa,
II03BOJISIET CBOEBPEMEHHO OIEPATUBHO OTpearupoBarh Ha peuuaussl OII, ¢ npyrou —
BJIUSIHAE MIOCTOSTHHOW CTUMYJISILIMU cepaua Ha Teuenne PII nzyueHno He nocrarouno. Jlo
CUX TOp HET OKOHYATEJILHOIO0 MHEHHMs IO moBoay mporpeccupoBanus PII Ha (one
KapauoctumyJsinuu. [1o pesyapTaraM, MoJIydeHHBIM B HaIlleM UCCIIEAOBAaHUU, IO KakK

MPEICEPIHON, TAK U KEITYAOUYKOBOW CTUMYIISIIMU HUKAK HE KOPPEIUPYET C pa3BUTHEM
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peuunuBoB DIl mocne karerepHodt abmanuu. Ilo JuTepaTypHBIM  JaHHBIM,
OJIHO3HAYHBIX pE3yJbTaTOB MO JAHHOMY BOIlpocy HeT. Bce wuccienoBarenu Jnmib
CXOIATCA BO MHEHHUHM, 4YTO IMpEACEepAHas CTUMYJISIIUS, B YAaCTHOCTH, NPHUBOJIUT K
YMEHBIIEHUI0 KoJnyecTBa mnapokcu3mMoB DIl (B  OoJbIIMHCTBE CiIy4aeB IMpU
TUIEPXOJIMHEPTrUYeCKOM «BarycHom» Tune @II), a kemygodkoBass CTUMYJSUUA — K
YBEJIMYECHHUIO MAapOKCU3MOB, YTO MOXET OBbITh CBS3aHO C YBEIMYEHUEM JaBIICHUS B
NpeICcepansix, BBI3BIBAIONIECE UX IMepepacTshkeHue © oOpaTHbld moTok B JIB,
MUTPAIBHYIO PETypPrUTAlLMIO0, CHUKEHHE KOPOHAPHOTO KPOBOTOKA, HEOIArOMpHUSTHBIC
HEHPOSHIOKPUHHBIC peakuuu u T. 1. [42,30].

B cBoeil paboTe Mbl OLUEHWIM M JApyrue (PakTopbl, CIOCOOHBIE MOBIUATH HA
paszButue peruauBoB Il mocne abnamuu, Takue Kak MoJ, Bo3pacT, Hamuuue ['b,
pazmep JIII, ®B JDK, namuume ['JDK, ®K XCH, crtagus OXUpEHUs, HaIW4YUEC
mucumuaemun, UMT. TlpoBenn anamn3s ROC-kpuBBIX 1Sl pa3nuIHBIX (PAaKTOPOB IS
BBISIBIICHUS NPEAUKTOPOB HeycnemHol PYUA. JoCcTOBEpHBIX KPUTEPHUEB, 110 KOTOPBIM
0 BMEIIATENbCTBA MOXKHO OLEHUTh 3PdexktnBHOCT PYHA ®II, nomydyeHo He ObLIO.
Kpome Toro, mpoBeneH MHOro(akTOpHBIM aHaW3, KOTOPBIM TakKe HE MoKa3ajl
3HAYUMBIX MOKa3aTesel B OleHKe 3((EeKTHBHOIO MHTEPBEHLIMOHHOIO BMEUIATEIbCTBA.
CornacHO JUTEpaTypHbIM JIaHHBIM, MHOTHE HCCIEIOBATEeId TIOCIE€ IPOBEICHUS
a0JTaIy TBITAIUCh BRIIBUTH (DAKTOPHI, MPUBOASINNE K peruauBaM aputmun. Tak, C.A.
Goudis 1 coaBT. MPOJEMOHCTPUPOBAIH, YTO OXHPEHHE YBEIMYMBACT BCTPEYAEMOCTD
@Il y nmauueHToB ¢ 3a00JIEBAHUSIMU CEPJIEYHO-COCYAUCTOM CHUCTEMBI M KOJMYECTBO
petmauBoB ®IT mocne katerepHoi npoueaypsl [77]. OObACHUTD HETATUBHOE BIMSHUC
XCH wu oOXupeHus, BEpOSITHO, MOXHO 3a CUET Pa3BUTUS CTPYKTYPHOTO
pEMOJICIMPOBAHUSl TPEJICEPAM, YTO CBOMCTBEHHO Tepcuctupytomieit ¢dopme OII.
JlanHble (akToOpbl MOTYT MPUBOAMTH K yBelIMueHUIo Harpy3ku Ha JIII u naBieHus B
HEM, YTO M CIOCOOCTBYET MOSIBJICHUIO CTPYKTYpHbIX u3MeHeHuid [113]. XCH wu
OKUPEHHE OTHOCATCSA K MOAU(PUIMPOBAHHBIM (PAaKTOpaM pUCKa CepIeHYHO-COCYIUCTBIX
3a00J€BaHUM, a 3HAYUT, UX BIMSHUE MOXKET OBITh CHM)KEHO MPU M3MEHEHHH 0o0pasza

JKU3HU MAllMEHTA U HA3HAYEHUH KOPPEKTHOM Teparuu.



83

Paszmep JIII, kOTOpBIM TPAAUIIUOHHO CIYKWJI KPUTEPUEM U OLICHKU TTOKa3aHUM
st karerepHoro jeueHuss ®OII, B Hamem wccnenoBaHnM HE MOKas3ald 3HAYMMOCTH. B
HEKOTOPBIX JIMTEPATYPHBIX MCTOYHUKAX OTMEYAETCSA, YTO HOpMaibHbIM pasmep JIII
SBIIETCSI MPEAUKTOPOM CBOOOJBI OT apUTMHUN MpecepaAuil mociie OJHOKPATHBIX U
NoBTOpHBIX npoueayp abnamuu [80,63]. [lanuentam, co 3HaunMbIM pacmupenuem JII1
Oonee 55 MM MpHU TpaHCTOpaKaJTbHOM 3XoKapauorpaduu, ¢ OOJbIIEH BEPOSTHOCTHIO
noTpedyercst HecKobKo npouenyp adnamuu ®II 1o qocTrkeHns CTORKOro CHHYCOBOTO
putma [113]. Bo3moxHo, yBenuuenue JII1 urpaer 6ojee 3HAYUMYIO POJIb Y IMAIIMCHTOB
C JUTMTENBHO TepcUcTUpylomiell u nocrosHHor gopmamu @DII, KOTOpbIX HE OBUIO B
HaIlleM HaOJIOAEHUN.

Eme ogaum BaxkHBIM (DaKTOPOM, KOTOPBIA CIOCOOEH BHOCHUTH MATOJOTHYECKUE
M3MEHEHUsI MPAKTUYECKHM BO BCE CHUCTEMBI OpraHuM3Ma U KOTOpPBIM TakK Xe& CTal
o0bekTOM Hamero wusyuenus, sBiasercas CJ[ 2 tunma. B cBoeit pabore MbI
MIPOAHANM3UPOBATIN HE TOJIbKO BiMsiHME caMmoro (akrta Hamuuuss CJl, HO U oleHWIH
BIIMSIHUE YPOBHSI TJIMKHUPOBAHHOTO TE€MOrJoOMHAa W CTaxa auadeTra, KaK Ba)KHBIX
KpUTEPHUEB, onpenesaromux reuenue C/I.

B uccnenoBanuu cpaBHenue ycnemnoctu abmamuu OII y nmanuentoB ¢ CH 2
THUIIA BHITIOIHSIOCH C COMOCTABUMOM MO MHOTHM IOKa3aTeJIsiM IPYIION MalueHTOB 0e3
Hanuuusg CJ[. HauwmnHas ¢ paHHMX S3TamoB HaOMIOACHUS Mociie mpoBeicHHON PUA,
3¢ pexTuBHOCT, BMemaTtenbcTBa y OonbHBIX 0e3 CJ[ ymepeHHo mpeBocxoauiia
spdexkTuBHOCTL omepanmu y OonbHbiXx ¢ CJI. K 12 mec. HaOmioneHuss HE HMETU
petuauBbl 53% u 45% cooTBeTcTBeHHO. OTHAKO CTATUCTUYECKH 3HAYMMBIX Pa3IMunn

MEKTy TPYIIAMH monydeHo He 6610 (x°=0,07, p=0,79) (Pucyrox 15).
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Pucynok 15. Kpussie Kamnana-Metiepa. CBo6osa oT aputmuu nociie adnanuu OI1

y HaIMEHTOB C 1uabeToM u 0e3

UccnegoBanmne Lu Z.H. u coaBt. mokasano, uro moutu 41% nanmentoB ¢ CJI 2
TUTIa UMEJIA PEIUIUB aPUTMHUU TMOCJIE KaTeTepHOM abiaiuu Mpu JBEHAIIATUMECIYHOM
nepuojie HaOMIOCHUs, a pa3Mep JICBOTO MpEeACepanus W YPOBEHb TIUKHPOBAHHOTO
reMOTJIOOMHA SBJISIOTCS HE3aBUCUMBIMHU TpeArKTOpaMu peruansa OI1 [56].

CpenHsisi BeIMYMHA TJIMKUPOBAHHOIO T'eMOTJIOOMHA B Hallleld paboTe cocTaBuiia
6,9+0,48%, cpennuii mokazarenb cTaxka nuadera — 3,3+1,21 roga. Koppensuuu ypoBHs
rKupoBaHHoro remoriobuna y mamueHToB ¢ ®OII mu CCCY ¢ addekTuBHOCTHIO
IPOIEAYPHl KATETEPHOI'0 BMEIIATEIIbCTBA He 0OHapyxkeHo (¥2 =1,38, cc =9, p =0,20).
Bumstaus craska CJI Ha yermex Tawoke He BhisiBieHo (y° =1,18, cc =1, p =0,2).

BaxHple maHHBIC TOJIYYCHBI TIPH pa3elIiCHUH TAIMEHTOB Ha TPYIIIBI COTJIAcHO
JTOCTIDKCHHUIO IICJICBOTO YPOBHS TJIMKMPOBAHHOTO TeMorioOuHa. llenmeBoit ypoBeHBb
cuuTaiucs npu nokaszarene meHee 7,0%. OTMedeHo, 4To OOJIbHBIE C LEIEBBIM YPOBHEM
MeHee MoBepKeHbl pa3Butuio penuausa OII mocie karerepHoi nponeaypsl (t=-3,47,

cc=4, p=0,02). IleneBoii ypoBEeHb TIIMKUPOBAHHOIO TI'EMOITIOOMHA XapaKTepPHU3yeT
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TeyeHue Auadera, U ero JOCTHXKEHHE O3HAuaeT YMEHBIICHUE BEPOSITHOCTU Pa3BUTHS
ocyiokHeHuil acconuupoBaHHbIX ¢ CJ[. M3BeCTHO, UTO CIOKHBIA MEXAHU3M BIIUSHUS
TUMEPIIIMKEMHUH, CTIOCOOCTBYET pa3BUTHIO PrOpO3a, CTPYKTYPHOMY U DJIEKTPUUIECKOMY
pEMOICIMPOBAHUIO0 MUOKap/Aa. B CBs3M ¢ 3TUM, BEPOSITHO, TAKUE U3MEHEHUSI TPUBOJIST
K YBEIMYCHHIO CcyOcTpaTa, MOJACPKUBAIONIETO apuTMHIO. HecMoTpsi Ha OTCyTCTBHE
OPsIMOTO BJMSHUSL YPOBHSI TJIMKMPOBAHHOTO reMorjioonHa Ha 3¢ dekTtuBHOCT, PUA,
JOCTH)KEHHE LEJEBbIX 3HAYEHUM MOKa3aTensl CHOCOOCTBYET YMEHBIIEHUIO pHCKa
permauBa ®IT mocne abnammm. B cBoem wucciemoBanmm M. Yokokawa w coasr.
OTMEYAIOT, YTO XOTS y IMAalMeHTOB C METa0OJIMYECKUM CHHIPOMOM MOTYT 4Yalle
BO3HHMKATh PELMIUB aPUTMUU, ITUM MallUEHTaM HE CIEAYyeT OTKa3blBaTh B KATETEPHOU
abianuy, Ha OCHOBAHUU TOJILKO 3TOro (Qakta. M c¢ Oonbinoi aojell BEPOATHOCTH
MOTYT MOTPEOOBAThCS MOBTOPHBIE MPOIEAYPHI, HO OKUJAEMBI YCIIEX CBs3aH, B TOM
quclie, ¢ JIekapcTBeHHOM pedpakTepHocThio DI y nanHO# Koroptel 601bpHBIX [113]. TTo
nanabiM S.L. Chang u coaBt. maruenTtsl ¢ CJ1 U TuniepToHUEH MMeIH 00Jiee BBICOKYHO
yactoTy peuuauBoB DIl mocne abnanmuu 1o CpaBHEHUIO C TMalMEHTaMU 0€3 ATUX
daxTopoB (55% nporus 24%, p<0,001). ABTOpPBI OOBACHSIOT pe3ynbTatr TeM, uto CJI u
TUIIEPTOHUS ACCOLUUPYIOTCS ¢ OOJIBIIUM pa3MepOM JIEBOTO NMPEACEpInsl U MOSBICHUEM
apUTMOTE€HHOT0 CyOCTpaTa, 4TO MOXKET YBEIUYUTh PUCK penuanBa nocie adnamuu OI1
[40]. Hdpyrue wuccnenoBarenu He mojiydand AaHHbIX o BiausHuud CJI Ha mMosiBICHHE
peneuBoB aputMuu mociie abnamuu PIT [13]. OObsAcHAEM THOTydYeHHBIC PE3yJIbTaThl
TE€M, 4YTO TAIMEHThl, BKJIIOYEHHbIE B HCCIEJOBaHUE, TOJYyYaJId aJIEKBATHYIO
CaxapOCHUKAIOIIYI0 TEPANUI0, €XKEIHEBHO KOHTPOJHPOBAIU YPOBEHb TIIMKEMHH, HE
BCTPEYAIIUCH MALUEHTHI C TSHKEJIBIM U OCII0)KHEHHbIM TeueHueMm C/1.

B nenom, pe3toMupys MoJydeHHbIE JaHHBIE B OTHOILICHUM ycleXa KaTeTepHOU
npouenypsl y nainueHToB ¢ CJI, MOKHO OTMETUTh, 4TO abnanus nepcuctupyromei OI1
y TaHHOM KOTOPThI OOJIbHBIX OJIMHAKOBO 3 dexTuBHa U y narueHToB 6e3 C/I.

Hamu BmepBbie oOlleHeHAa accoluarusi TOJUMOP(PU3MOB TEHOB  KaJbIIHii-
TpaHcnoptupyromux 6eiakoB CP ¢ pazsutuem kak @I, CCCY, Tak u ¢ UX COUETaHUEM.
OnpeneneHue  3TOM  CBA3M  MPEANOJarajgo  HUCCIENOBAHHUE  JIONMOJIHUTEIHHOM,

KOHTPOJILHON TpyNmbl TAlMEHTOB 03 JaHHBIX HapyIIEHWH pUTMa Ccepara.
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[IpoBoamnock u3ydeHue Tpex pasHbix nosumopduzumoB s6684209 rema CASQ?2Z,
OTBEUAIOIIETO 3a CHHTE3 KalbCceKBecTpuHa, [S3766871 rena RYR2, xotopsrit
OTBETCTBEHEH 3a 00pa30BaHUE PUAHOJIMHOBBIX perenTopos, S1860561 rena ATP2A2,
KOAMpYIOmero cuute3 6enka Ca’'-ATd-aspl. PaHee B nmMTEpaType HE BCTPEUAIICH
paboThl, KOTOphIE OBl ONMUCHIBAIM AaHAJINW3 ACCOIHMAIMH ATHX MOJIUMOP(PHU3MOB C
JAHHBIMH HAPYUIEHUSMH pHUTMa CEpALla B KIMHUYECKOM TIpyIre nanueHToB. [locie
WHTEpHIpeTanun COOCTBEHHBIX pE3YyJIbTAaTOB, WX OIEHWBAIM B CBETE JAHHBIX,
MOJyYEHHBIX TIOCJIE€ M3YyYEHHUs HSTUX MOJIUMOP(HU3MOB B 370pPOBOM E€BPOIEHCKOM
nonynsiuuu. [Ipu uccnenoBannu nomumopdusma rs6684209 rena CASQ2 BbIsBICHO,
YTO BO BCEX TPEX IpyMnmax ¢ pa3HbIMU HAPYIICHUSAMH PUTMA NIpeoOiaiaay MarueHThl C
HocutenbctBoM reHotuna CC — 66,0%, 72,0% 52,4%. Pe3ynbrarbl oOKa3aauch
CONOCTaBUMBI C JAHHBIMU 3[I0POBOM €BPOINENCKON MOMYJIALNU. Takas *e TEHIACHUHUS C
npeobsialaHieM TOMO3UTOT TMPOCISKHUBAIACh M MPU HM3YYEHUU JBYX JPYIHX
nonumopdusmMoB 1s3766871 rera RYR2 u rs1860561 rema ATP2A2. IlomoOHas
CUTYallMsl COXPAaHUJIACh U MPHU aHAIM3€ ajuleiell dTUX IFeHOB. AHAJIU3 pacupeneseHus
YacTOT T€HOTHUIIOB U aJUlesiel He MoKa3al HaJTMYUe CTATUCTUUECKU 3HAUMMBIX Pa3IMuni
MEKly UCCIEAYEMBIMU TPYIIIaMH.

CrnenoBarelibHO, PE3IOMHPYS  BBIINIECKa3aHHOE, MOXHO YyTBEpXkAaTh, 4YTO
accormanu monumMopu3mMoB 156684209 rema CASQ2, 1s3766871 rena RYR2,
1s1860561 rena ATP2A2 ¢ pazsutuem ®II u CCCY He BBISBIEHO.

CrnenyroomumM 3TanoM Oblja OLEHEHA CBSI3b MOJUMOP(PHU3MOB I'€HOB C HAIMYUEM
HEKOTOPBIX TOKa3aTejeil B MCCIeNyeMbIX TPYIIax: OCHOBHOE 3a00jeBaHUE CEp.la,
pasmep JIII, ®B JIK, ®K XCH, UMT, oxupenue, nucnunuaemus, I JOK, CI, ypoBeHb
TJIMKUPOBAHHOTO reMoryioonHa. CTaTUCTUYECKU 3Ty B3aMMOCBSI3b BBISIBUTH HE YAAJIOCh.
[Tpu n3yyeHuu, MOMYYEHHBIX TaHHBIX oOpaIiaio Ha ce0si BHUMaHUE 3HAYCHUE pa3Mepa
JIIT y nmaunumenToB ¢ pa3HbiM reHotunom reHa CASQ2. Cpeguuii pasmep JIII y
nanueHToB ¢ reHotunoM CC coctaBui 42,7+5,24 mm, ¢ reoturiom CT — 40,3+5,0 mm.
[Ipy MCKIFOYEHUH TOMO3UTOTHOTO T'eHOTHIMA Mo T ajento W3 aHajau3a U CPaBHEHUH
JIAHHBIX TPYIIN, MOJYy4Y€Ha CTATUCTHUYECKH 3HAYUMbIE paziuuusi ¢ ypoBHem p<0,02.

HOJ’Iy‘-IGHHBIfI pe3yJIbTaT MO3BOJIAICT CKA3aTh, YTO HOCUTCIIN I'CTCPO3UT'OTHOI'O T'CHOTHIIA
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CT rena CASQZ2 MeHee MojBepKeHa Pa3BUTHIO AWIATAIlUU JIEBOTO MpEACepaus. DTH
JaHHBIC TToJTydeHbl BrepBble (mateHT PD Ne2680148 ot 18 deBpans 2019 r.). OTBeTUTH
Ha BONPOC KAaKOB IMATOTC€HE3 BIMUSHUS KalbCEeKBeCTpHMHA Ha paszmep JIII B Hactosmiee
BpeMs JIOBOJIBHO CIIOKHO. MeXaHU3Mbl, JIeKallue B OCHOBE JAHHBIX U3MEHEHUH 0
KOHIIJa HE M3Y4YEHbl W B JMUTEpPAType HE NPEIACTABICHBI. BBIABICHHE NPEAUKTOPA
pasButus gunarauuu JIII, momydaemoro ¢ momompto I[P aHanmn3a kpoBu manueHra,
MOXET UMETh OOJIBIIIOE 3HAYCHHWE B OMPEACICHWU TPYII PUCKA Pa3BUTHS APUTMUMU.
Hunaraumst  JIII, 0o HEKOTOPbIM JaHHBIM, CHOCOOCTBYET IPOTIPECCUPOBAHUIO
pPEMOJIETMPOBaHUs TIPEACEPANI, &, CIEIOBATENIBHO, MOSIBJICHUIO U MPOTPECCUPOBAHUIO
®II. OnpeneneHue rpynn MAlUEHTOB, UMEIOIIMX BBICOKMH PUCK MPOrPECCUPOBAHUSA
@OII, saBnsieTcss Ype3BbIYANHO BaXHOW 3agadeil. (CBOEBpPEMEHHOE IPHUMEHEHUE
AHTUAPUTMHUYECKUX MPENapaToB, BHIMOJHEHUE PAUOYACTOTHONW abyialuu, B TOM YHUCIIe
YU TOBTOPHOM TMpU HEOOXOAMMOCTH, IO3BOJUT MpeaoTBpaTtuTh mnepexon OII B
MOCTOSIHHYI0 (OpMY U, T€M CaMbIM, 3HAYUTEIHHO CHHU3UTh PUCK BO3HUKHOBEHUS
TPO3HBIX OCJIOKHEHHH, TakuX Kak MHCYJIbT, XCH u nemenuus. B cBa3u ¢ ObICTpbIM
MpOTrpeccoM HaykKu B OOJACTU TEHOTUIIMPOBAHUSI W TEHHOW HWHXKEHEPUM JIaHHbIC
pe3ynbTaThl B OyAyIleM MOTYT BHECTH BKJIaJ B pa3pabOTKy METOJOB MPEIOTBPAILICHUS

MOoA0OHBIX UBMEHEHUM B CEPIIIE.
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OI'PAHUYEHUSA TPOBEJAEHHOI'O UCCJUIIEJOBAHUSA
OCHOBHbBIE OTrpAaHUYEHUSI CBSI3aHBI C TEM, UYTO HCCIEIOBAHHUE SIBISACTCS OTKPBHITHIM
OJIHOLEHTPOBBIM  HEPAaHAOMH3UPOBAHHBIM, BKJIOYEHO HEOOJIBIIOE  KOJIMYECTBO
MalKUEHTOB.
3AKJTIOYEHHUE

[Tpo6nema neuennss DI, sBrIsgeTCS AaIeKO HE pelIeHHOW 3adadeil. KarerepHas
npoieaypa OOJBITMHCTBOM HMCCJIEAOBAaHUU MpPHU3HAHA OJHUM K3 CaMbIX HAJICKHBIX U
0e3onacHbIXx MeTOJ0B. OJHAKO, HECMOTPS HAa 3TO, OCTAETCA HEPEIIEHHON Mpobiema
JICYCHUS TIEPCUCTUPYIOIICH U JUIMTeNbHO-iepcucTupyromieit dopmer PII. PazButue
peuuauBa apuTMUM NocIie a0aluu 3aCTaBISIET XUPYProB 00JI€e TIATEIbHO OIXO0IUTh
K OTOOTpPY MAallMEHTOB, UCKIItOUas OOJIbHBIX C TSXKETION COMyTCTBYIONIECH MaToJI0THEH.
OTcyTBHE MPAKTUYECKUX PEKOMEHJAIMNA B TAaKUX CIydasX MOXKET MPUBECTU K TOMY,
YTO HEKOTOPBIE KOTOPTHI OOJBHBIX MOTYT HE MOJYYUTh CBOEBPEMEHHYIO MoMoIlb. B
TOM CBSI3M B JIaHHOM paboTe BIEpBbie Oblla HCCIENOBaHA TPyMa MAIMEHTOB C
nepcuctupytomei popmoit OII, auchynkuueit CY, KOppuUrupoBaHHash HWMIUIAHTaLUEH
OKC u CJI 2 tumna. JlaHHble TO3BOJIAIOT YTBEpKAaTh, uTo abmuamus DI B oObeme
aHTpaJIbHOW w3oJsiuuu JIB, [IONOJHEHHas JIMHEWHBIMU BO3JACUCTBUSMHU IO 3aJHEU
creHke, kpoiie JIIT 1 MuTpanbHOM UCTMYCE, MPEBOCXOAUT MEAUKAMEHTO3HBIN MOIXO,
naxe Ha (oHe pazHOOOpa3HON KOMOPOUIHOM MATOJIOTHH. A ABYXATAITHOE OTEPATUBHOE
JieueHue OOJIbHBIX SIBJISIETCS OMPaBIaHHBIM U 0€30MaCHBIM.

B pabore mnpoaHanu3MpoBaHbl HEKOTOpbIE (PAKTOPbl B KAueCTBE MPEAUKTOPOB
pa3BUTHSl PEIUAMBOB apUTMHUM TIOCJE€ KarerepHou abnaruu. I[lo pesymbratam
UCCIIEIOBAHUSI IPEIUKTOPOB HeycnenrHou abnamnuu OI1 BeIsBIEHO HE OBLIO.

[IpoBenennass pabora ¢ TEHETHUYECKUMHU aHAIIM3aMH, BBITIOJIHEHHASI BIIEPBHIC B
KJIIMHAYECKUX YCJIOBUSX, TTO3BOJIMIIA UCKITIOYUTh aCCOLUAINIO MOTUMOP(U3MOB T€HOB
kanblui-Tpancnoptupyromux cucrem CP ¢ passutnem @Il u CCCY. Ilpu stom,
MOJIYYCHBIC JIaHHBIE TO3BOJISIOT Tpencka3aTh pas3Bute mwratanmu JIII y OonbHBIX-
Hocutenedr renotuna CC mnomumopdHoro Bapuanta r1s6684209 rena CASQ?2.
Haxomienue mobGogHol mHOpManuu sBIsSETCS KpalHe BaKHBIM JJIs IMporpecca Ha

MyTH K IEPCOHU(DUITMPOBAHHON METUITUHE.
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Takum oOpa3zoM, pe3yabTaThl pPadOThl MO3BOJWIM YIUIYOUTh 3HAHUA 00
ONTUMANIBHBIX MOAX0AaX K JedeHuto PI1 y marueHToB ¢ onpeneneHHON KOMOPOUIHON

aTOJIOTUEH.
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BbBIBO/JbI
O} PexTHBHOCTh  KAaTETEPHOTO  JICUEHHUS  MEPCUCTHpYIOMmEeH  (Hopmbl
GuOpWILIAIINY TIpeICcepAni Y TAIMEeHTOB ¢ AUCHYHKIIUECH CHHYCOBOTO y3Jia
U UMIUIAHTUPOBAHHBIM 3JIEKTPOKAPAUOCTUMYIISITOPOM cocTaBisieT 53%.
OTOT MeToj ABisieTcsl O€30MacHbIM M HMEET NPEUMYLIECTBO IEpen
AHTUAPUTMHUYECKOM TEpAIUCH.
Karerepnas abnanus nepcuctupyromieit Gopmbl GUOPMILISIIUN MIpeacepAnid
y MalMeHTOB C TUCHYHKIMEH CHHYCOBOTO y3Ja W caxapHbIM AuadeToMm 2
TUTA MO0 pe3yJibTaTaM yAaJeHHOTO TEJIIEMOHUTOPUHIa HE YCTYMaeT IO
3¢ (PEeKTUBHOCTU U O€30MTACHOCTH IPH OTCYTCTBUU KOMOPOHIHON NMATOJIOTHH
1 Oojee ychemHa HpU JOCTHKEHUHM LEJIEBOrO YPOBHS TJIMKHPOBAHHOTO
reMorjo0uHa.
He 0OHapyKeHO CBSI3H MOJIMMOP(HU3MOB T€HOB KaJIbI[UM-
TPAHCIIOPTUPYIOLIUX  OEJIKOB  CapKOIJIa3MaTUYECKOTO  PETUKYIyMa C
pa3BUTHEM (PUOPHILIALMM TPEACEPANA, CUHIPOMOM CJIA00CTH CHHYCOBOTO
y371a ¥ UX COUETAHUS
Hanuuue roMO3UroTHOrO TIEHOTHIA TI'€Ha KaJIbCEKBECTPUHA CBS3aHO C

OONBLINM pa3MepOM JIEBOTO PECEPAUS.
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HPAKTHYECKHUE PEKOMEHJIALINHU
Karerepnass abnamusi mokazaHa TMalKMEHTaM C TEPCUCTHPYIOMIEH ¢HopMoii
GuOpmIALMU  Tpeacepauil ¥ CHHIPOMOM CJIa0OCTH CHHYCOBOTO Y37a,
KOPPUTUPOBAHHOTO UMIUIAHTAIIMEH 3IEKTPOKApIUOCTUMYIIATOpa, A Oosee
JUTUTEJIBHOTO COXPAHEHUsI CHHYCOBOT'O PUTMA.
Crnenyet npoBoauTh abianuio nepcuctupyromeid popmer GII y nanueHToB ¢
OUCQYHKIIMEH CHHYCOBOTO  y371a, KOPPUTHPOBAHHOTO  HMMILUIAHTAIMEH
ANEKTPOKAPIUOCTUMYJIATOPA, B COYETAHUH C CAXAPHBIM TUA0ETOM 2 TUIA.
Hnst Gonee ycnemHoi abmamuu @PII y Gonpubix ¢ CI 2 Tuna ciemyet
MPOBOJIUTh  JiedeHHWEe Auabera C  JOCTHKEHUEM  LIEJIEBOIO  YPOBHS
IJIMKMPOBAHHOI'O FE€MOTJIOOHHA.
[lenecooOpa3Ho y NHAMEHTOB € HaiauuueM (GUOPWUISILIMM TpEeAcepAui U
CHUHJIpOMA cnabocTu CUHYCOBOTO y37a UCIIOJIb30BaTh
AIIEKTPOKAPAUOCTUMYIISITOPHI ¢ (PYHKIMEHN YJAIEHHOTO TEJIEMOHUTOPUHTA 1JIs
OTCJICKUBAHUSI CEPACYHOIO PUTMA.
JUist BBIABICHHSI TPYIIl PHCKA AWJIATAlMU JIEBOTO MPEACEpIrs BO3MOKHO

ucroiab3oBaTh ananus [P nas onpenenenus renoruna CASQ2.
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