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MHOIOCYTOY4HbIN
G XOJITEPOBCKWUN PEFMCTPATOP 3KI
.Petersburg «JEKOPLOA-8(M)>»

Mpunbop NpeaHa3Ha4eH Ans XoNTEPOBCKOro MOHUTOPMPOBAHMSA 3NeKTpokapanorpaMmsl (No 3 nnm
12 oTBEOEHUsIM), OLIEHKN OBUraTesibHOM aKTMBHOCTU M MOJSIOXKEHUS Tena nauneHTa B TeHeHne -
TENbHOr0 BPEMEHU N CKPUHUHIOBOIO MOHUTOPUPOBAHUS AbIXaHWUS

e

N\
- YHUKaJllbHbI CbeMHbIN MOHOKab€esIb \

- AINTENIbHOCTb MOHUTOPUPOBaHUSA OT 1 [0 7 CYTOK (6€3 3aMeHbI 3/IEMEHTOB
mTaHms1)

- pervctpaums 3 uin 12 otBegermvi OKI™ (o Bbi6opy)

- 3anvcb peoriHeBMorpammel

- 3anuchb MoIOXEHWs Tena v ABUraTesibHOM aKTUBHOCTY rnayneHTa
paamep 70x48x24, pasvem IKI He BbiCTyraert 3a rabaputsbl npuéopa
BeC MOHUTOPAa 6€3 3/IeMEHTOB nuTaHus 50 rp.

- agantep cBsav USB ¢ MarHUTHbIM pa3dbemom

\_

Komrinekt kabenevi 9Kl BKro4aeT B cebs
Kabesn Tpex TurnopasmMepos,
4YTO JesnaeT rnpouegypy UCCrefoBaHUs
MakcumMalsibHO KOMQOOPTHOVI 4/15 nalneHTa

NMPOrPAMMHOE OBECTNEYEHUE KOMIJIEKCA «EKOPAA» /
NMO3BOJIAET NPOBECTU AETAJIbHbIN AHAJIN3 OAHHbIX t”
XOJITEPOBCKOIO MOHUTOPUPOBAHUA: =

e onpepefieHve 6a30BOr0 pUTMa Cepplia W ero CMeH, BbISIBIIEHWE HapyLUEHW
pvTMa ¥ NMPOBOAUMOCTY

*  pacyeT CMeLleHusi 1 HaknoHa cermeHTa ST ¢ geTekumen anu3onos, NoJo3pu-
TenbHbIX HA ULLEMUYECKME

e pacyeT BapuabenbHOCTU pUTMa, BKIOYasi BPDEMEHHbIE U CrieKTpasibHble napa-

d'Coida MeTpbl 1 BKPM, onpeaenenue Typ6yneHTHOCTM puTMa
e pacyeT NapameTpoB [bIXaHUs C BbIABIIEHMEM SMM30M0B arHod (POPMMPOBaHME
3aKMI0YEHUS C KIMHUYECKUMIU KOMMEHTapUAMM
*  oleHKa paboTkl CTUMyNsITOPa
| ocrenosanve | Permcrpaop  Hacrpoiikw nporpanme:  Bagskpaks  Momous ° BbIsiBNIEHNE NO3AHUX MOTEHLMANOB XeJlyn04KoB

e onpepgeneHve PQ-vHTepBana u aHanu3 opmbl
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°  pacyeT Benu4uHbl U gucnepcun QT-uHTepBana,
n ﬂ E E E BblAABJIEHNE MUKpOasibTePHaLNN T-3y6u,a

®  pacyeT (PM3NYECKOW aKTMBHOCTU U TONEPAHTHO-
CTU K Harpyskam

=~ " A *  OUEeHKa AMHaMWKW Npy NOBTOPHbIX HAOMOAEHNAX

HUMOHHasA 06paboTKa AaHHbIX




PEDPAJIOH®

BOCCTAHOBNIEHUE PUTMA
NMPU UCMOJIb30BAHUU
NEKAPCTBEHHOM /
3NEKTPUYECKOM
KAPOUOBEPCUUNZ-*

AMUOLAPOH

PE®PAJIOH

EAVHCTBEHHbIN® aHTUAPUTMUK ONA
KynupoBaHusa ¢ubpunnauum npeacepanm
nobon npogomKUTENIbHOCTH'

KPATKASl MHCTPYKLUA NO NPUMEHEHUIO NEKAPCTBEHHOIO NPEMAPATA AJ11 MEAULIMHCKOIO MPUMEHEHUS PEDPAJIOH

PerucrtpaunoHHbii HoMep: J171-002510 ot 24.06.2014 1.
MexpayHapoaHoe HenaTeHToBaHHoe Ha3BaHue (MHH): oTcyTcTayer.

XuMunyeckoe HauMeHoBaHme: 4-Hutpo-N-[(1RS)-1-(4-bTopdenun)-2-(1-3tunnu-
nepuanH-4-un)atun] 6eH3ammaa rnapoXNoOpU.

JlekapcTBeHHas $popMa: KOHLEHTPaT ANs NPUrOTOBNEHMS pacTBopa A5 B/B BBe-
LeHust.

®apMakoTepaneBTMYecKasn rpynna: aHTMapuTMUYeCKoe CPeACTBO.

Moka3saHus K NpUMEHEHUIO: KynupoBaHne GpubpuAnaLMn 1 TpeneTaHus npeg-
CepAviia, B TOM Yucie A8 MeANKaMeHTO3HOW KapAnoBepcuy nepcucTupyiolei
(anuTtensHocTbio 6onee 7 cyTok) GOpMbI STUX apUTMUIA.

MpoTuBonokasanus: yaninHHeHne uutepsana QT 6onee 440 mc; 6pagucucTonnue-
ckast dopMa dubpunnaunm nnm Tpenetanus npeacepauii ¢ YCC <50 ya. B MUHYTY
nau nayssl >3 cek, 3aperncTpmpoBarHble Ha IKI nan BbIBNeHHbIe NO pe3ynbTaTam
cyTouHoro MoHuTopupoBaHus 3K no XonTepy; cMHAPOM cnabocTn CMHYCOBOro
yana (cuHycosas bpagukapans, cuHoaTpuanbHas bnokagal, saperncTpmposaHHble
paHee Ha $poHe CMHYCOBOro PUTMa, 3a UCKJIOYEHUEM NaLMUEHTOB C KapANOCTUMY-
NATOPOM; aTpnoBeHTpUKynsapHas 6nokapa Il-11l ctenenn, AByX- 1 TpexnyykoBble
6n0Kafbl, 338 UCKNOYEHNEM NALUEHTOB C KapAUOCTUMYNATOPOM; rMMoOKanneMus,
runoMarHuemus; Bo3pact o 18 net (3dpdekTMBHOCTL 1 Ge30MacHOCTb He U3ydeHbl);
OCTPbIN KOPOHAPHBIA CUHAPOM (3hdeKTUBHOCTL 1 6830MaCHOCTL He U3yyeHbl); ae-
KOMMEHCUPOBaHHAN UK TAXKEeNas XpoHuyeckas cepaeyHas HegocratouHocTs (I11-1V
dyHKUMOHaNbHbIA knacc no knaccudukaunm NYHA adpdekTnBHoCTb 1 besonac-
HOCTb He U3ydeHbl); BpoHXManbHas acTMa HEKOHTPOJIMPYEMOTO TeYeHUs!, TAXeNas
AbIXaTeNbHas He[OCTaTOYHOCTb (3pdeKkTnBHOCTL U Be3onacHOCTb He UaydyeHbl);
6epeMeHHOCTb U Nepuof, rpyAHOM0 BCKapMUBAHWS; MPUeM aHTUapUTMUYECKUX
npenapatos lll knacca, cotanona, cepeyHbIX FNKO3UA0B.

C 0CTOPOXKHOCTBIO: COBMECTHO C npenapartamu, cHuxatowmmu YCC u/unm samea-
nsilowmmu AB-nposegerue (6eta-agpeHobnokatopsl, HEAUIMAPONMPUANHOBbIE
aHTaroHWCTLI KanblUms, MBabpaamH), aHTUapUTMUYeCKUMM NpenapaTamu |c knacca.

Cnoco6 npuMeHeHus: ToNbKO [/15 BHYTPUBEHHOMO BBEAEHWS B YCJI0BMSIX Nanathl
MHTEHCUBHO Tepanuu nog, HabofileHneM B TedeHne 24 4acoB NpU HenpepbIBHOM
koHTpose KT napametpos (YCC, pnutensHocTu nuTepsanos QRS, QT, QTc). Mepeg
npuMeHeHnem Heobxoaumo passectv B 20 Mn 0,9% pacTBopa HaTpus xaopuga.
BBefeHne npenapata NnpoBoANTCS B BUe TPeX NociefoBaTeNbHbIX 3Tanos: B 03
10 Mkr Ha 1 kr Maccbl Tena B TedeHne 2-3 MUH; Yyepe3 15 MUH Npu oTCyTCTBUM
addekTa (BoCCTaHOBNEHNS CUHYCOBOrO pUTMa) NOBTOPHOE BHYTPUBEHHOE BBE-
neHve B pose 10 mMkr Ha 1 kr Maccol Tena (cymmapHas fosa npenapata 20 Mkr/kr
Macchl Tesial; Npu 0TCYTCTBUW BOCCTAHOBIIEHUS CUHYCOBOTO puUTMa yepes 15 MuH
noBTOpHOE BHYTpUBEHHOE BBeAeHue B fo3e 10 Mkr Ha 1 kr Macchl Tena (Makcu-
MasbHasi CyMMapHas fo3a npenapara 30 MKr/kr Macchl Tena). BeeaeHue npenapata
npekpallaeTcs Ha loboM 13 3TarnoB Npu BOCCTAHOBIEHWUM CUHYCOBOTO pUTMa UK
pasBUTMM NOBOYHBIX NPOAPUTMUYECKUX 3P PEKTOB.

Mo6ouHoe peitcTBUe: ypexerne HCC meree 50 ya./MuH, yBenmyeHme AnuTensHOCTH
nuTepsana QT> 500 Mc, nosBieHWe Xeny[o4KoBbIX HapyLIeHWA puTMa cepaua;
noBbILLEHWe aKTUBHOCTM acnapTaT- U anaHMHaMUHOTpaHcdepasbl; «4yBCTBO Kapa»
BO BPeMs BBEJeHUS.

lOpuanyeckoe nuLo, Ha UMA KOTOPOro BbIAAHO PEerucTPaLMOHHOE YAOCTOBe-
peHue: OI'BY «HauunoHanbHbI MEAULUHCKUIA UCCNef0BaTeNbCKMI LEHTP Kap-
avonorvm» Munsgpasa Poceuun. 121552, MockBsa, yn.Hepenkosckas 3-9, 15A,
Ten./dakc (499)149-02-13.

MpousBogutenn: OIBY «HaunoHanbHbIM MEOULMHCKWIA MCCNef0BaTENbCKUIA LLEHTP
Kapavonorun» MuHsgpasa Poccun. 121552, Mocksa, yn.Yepenkosckas 3-9, 15A,
Ten./dakc (499)149-02-13.

Jlutepartypa: 1. KnuHuueckue pekomergauum M3 PO «Dubpunnsaunu npegcepauit», 2020 r. 2. Fonuupix C.MM., MaHueHko E.MN., Kponauesa E.C. u ap. uarHoctvka v neyeHue
bubpunnauum npeacepauin. Espasuiickuii kapamonorndeckui xypHan. 2019;(4):4-85 3. M. LLesanse, X. Bappw 1 ap. AMroaapoH B cpaBHeHUM ¢ nauebo 1 knaccuyeckumm
rpenapaTamv Ans KapanoBepcHmn NapokcuaManbHom Gpubpunnaumnm npencepanii: MetTa-aHanus. XypHan AmMepukaHckoro konneaxa kapavonoruu 2003; 41: 255-262 4. H.10 Mu-
poHoB, B.B. BnoassHosckuit, H0.A. FOpuyeBa v op. MpocnekTMBHOE paHAOMU3MPOBaHHbIe UccnefoBaHue 3GdEKTUBHOCTY M He30MacHOCTU 3NEKTPUYECKON 1 MELUKAMEHTO3HOM
KapavoBepcuu Npu nepcucTupyoLein dubpunnsunn npeacepamii. PaunornansHas dpapmakotepanus B kapanononn 2018; 14(5), 664-669.

*Cpeaw apyrvx aHTMapuTMUYeCKMX NpenapaTos.

MATEPWAN ABNAETCA CNELVMATN3NPOBAHHBIM N3OAHMEM A9 MEOMUNHCKX PABOTHNKOB

[MCcTprbyLmst n MapKeTHHr:

AO «P-®apm», 123154, Poccus,

r. Mockea, yn. bepsaputa, 4. 19, kopn. 1

Ten. +7 (495) 956-79-37,

thakc +7 (495) 956-79-38 www.r-pharm.com
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MHHOBaLl,MOHHbIe
TeXHOJI0ruuU
30pOBbS

L

Mo BOMpOCaM, CBA3aHHBIM C pasBUTVEM HexXernaTesbHbIX NOBOUHbIX peakLmii 06palaTbca:
OBY «HaumoHanbHbI MeAVLIMHCKWIA MCCneoBaTeNbCKUiA LiIeHTp kapanonorun» Munsapasa PO
JKCrepuMeHTasIbHOE MPOM3BOACTBO MEANKO-BMONOrMUecKUX NpenapaTos

121552, r. MockBa, 3-5 YepenkoBckas yn., A. 15A

Ten: +7 (495) 414-65-22 www.cardioweb.ru



C nomowybio Kcapento® Bbl MoXkeTe 3aliUTUTDb
noXxunoro nauueHta ¢ @1 n Bbicokum
pruckom KpOBOTequum KomMmnnekcHo! =

ELLIE E8ea

AEAYLUKWUHBIX LUYTOK

KAK BAXXHO 3TO COXPAHUTD!
ST

KCAPEJITO®, B OTJINYUE OT APYITUX MNMOAK,

MOXET 3ALLNTATE NMOXWJIbIX MALUMEHTOB C @11 1 BbICOKNM PUCKOM
KPOBOTEYEHWA KOMIMJIEKCHO, NMPOAEMOHCTPUPOBAB:

CHU)KEHNE PUCKA NHCYNbTa* N3yueHHbIX npocdunb 6e3onacHocTH
y NOXWJbIX NauneHToB ¢ @I n Hanbonee y nauueHToB ¢ @I u c cambim
BbICOKMM PUCKOM MHCYJIbTA, TUMUYHbIX BbICOKMM PUCKOM KPOBOTEYEHMS:

A Y #1-4
Ans pOCCMMCKOM npaKTMKM ® Y NOXUNbIX NaumeHToB ¢ Ol 1 BbICOKMM

PUCKOM KpOBOTEYEHUIA'
CHMKEHME pUCKa KOPOHAPHbIX cOObITUIN-310

* Y naumeHToB ¢ @I cTapyeckoro Bo3pacta®
nquymA np“Bep)KeHHoc-rb nauueHToB * Y NayneHToB C HapylieHnem beHKLI,I/II/I novek®

ﬂ“l" K Tepanum 3a cyeT yaob6cTBa OQHOKpPaATHOro e Y NaumeHToB ¢ Tsxenoin XbI n aHemuen’
npuvemMa u KasieHgapHow ynakoBku''!2

KCAPEJITO® MOXXET CHU3UTb PUCK HEBJIATOMNPUATHBIX MOYEYHbIX COBbITUN
| Y NALUUEHTOB C ®N*, 0 YEM YKA3AHO B PEKOMEHOALIUSAX?13-15

- upanLynnencepa, IOAK - TAMLIENEpORe HTAKOSTYIRNTLL * 10 CPaBHeNt € 83papuon. *cpea nonynui PRUATIOAK, cornacio cpezeny Ganny 1o CHADS2 1 0n nalyeiTos ¢ 2 Bonee 6313 10 CHADS2. B LipOKO oML I3LAAEHTOS, 0Ty G HTUGaNYFHTIO TEpaIIAG 10 P

1I0Ka3aHAM, B CPABHEHMY C TDYNTIOM KOKTDONS! (BAD(HAPYIH, SHOKCANADHH, 1NaLIeBo). * 8 ChasHeHytk ¢ Apyriiit MTOAK.

1 P. '?\ MR et al. N Engl J Med. 2011;365(10):883-891. 2.Granger CB et al. N Engl J Ms'd 2011;365(11):981-992. 3.Connolly S) et al. N Engl J Med. 2009;361(12):1139-1151. 4. Mapuesuy C0. u .pﬂmona(wnwpuaw Tepanua u rport‘wna(rvka 2015;14(5):48-52. 5. Hanon O. et al. Heart 2020,0:1-7. doi:10.1136/heartjnl-2020-317923.
X KAA. icini 15, Woicyla D. 6 ol Eur Heart ). 201132 9387. 4. 7. Chashkina M, et i Eutopéan Heart Journal, Volumé 41, ssué Supplement. 2, 2020, chaa046.3323. 8. Viak K.H. BV Open, 2013, 2. 6001595, . Loke K. et al Bt ) i Pharmacol, 2014; 78(4)-707-717. 10. Chattaree S, Coron Arery Dis, 2013 DeC24(8)628. 635

11, Typos AH 1 ConsT Paupionanbian GapwakoTepanys & Kapauononiu, 2020-1610-15. 12, MHCTpYRLVA 10 MEAMMHCKONY NAMENEHHIG NeKapCTECHHOT npenapara Keapento® 15 / 20 wr JN-001457. 13 NroX ol ol Cardal 01T T3E31. 2630 14 Coleman C1 et 1. i ‘Appl Thromb Hemost 2019,25:1076029619868

15. January CT. etal. ) Am Coll Cardiol 2019,74(1):104-132. https:/: doi.org/10.1016/}jacc.2019.01.011

KCAPENTO®. M puBapoKcaBaH. JlekapcTBenHan hopma: TABNETKY MOKPbITbIE NeHOHO 0BonouKo. 1 Tabnerka He PEKOMEHAYETCH K IPAMEHEHUIO Y MaLiEHTOB, MONYHaIoLX CUCTEMHOR SIedeHv e NPOTUBOTPUGKOBbIMY MPEnaparamyt a3onoBoi rpyinb (HAMpYMEP, KeToKoHasonom)
NOKPITan MeHOSHO/ 060I0NKOT conepuT 2,5/10; 15/ 20 Mr puBapokcabara koot 31pogaiaro, MIOKASAHYS K MPUNIEHEHINO. - NpoGyuiactica GepTi 1 /HUGATORaN Mporeaset B (ianpuiep, puroasow). N3  Toenio clenehio iapyuien Gyt nosex (Kp 129 i) e
BCTEACTRVE CePARHHO-COYACTbIX MU, UH(APKTa MAOKADAE 1 TPOMGO3a CTEHTa Y MALIMEHTOR MOCTE OCTPOTO KOPOHAPHOTO CUHAPOMA (OKC), MPOTeKaBUEro  PUCKOM KPOBOTRUEHIR 1 NALWEHTSI, MONYaloLLMe CONYTCTBYIOLEE CHUCTEMHOR /1eveHite NPOTUEOTPYOKOBbIM MPENapaTaui 301080 FpyMMbl WM UHTUGHTOpaM
C MOBLIUGHYEM KAPAMOCTIEUISECKIIX GHOMADKEPOB, B KOMGHHMPOBAHHOM Tpanam ¢ aLETWICATMUANOBO KNCTIOTOM Wik C aLETWICATMUATOBO KICIOTO  mporease BY, niocne Hasana nieseH s AONK'Hbl HaXORMTLCA 1107 MD/CTaTIbHESM KORTPOMEM 1 CBOEBPEMEHHOT0 OGHAPYXEHvs OTOXHeH i 8 OpMe KpoBoTederHit

1 TMEHONMPUAUHAMY - KNOMUAOTPENIOM W TMKONWAUHOM (375 T2BATOK 2,5 Mr); -

VNaKTVKE UHCYETa, UHBADKTa MUOKADAA U CMEpTH BCNeACTBMe Y NaLYeHTOB, NOYYIOLIX OHOBDEMEHHO N1EKapCTBRHHEIR NPENapaTsi, BIMSIOLLIME Ha [eMOCTa3, HANDUMED, HECTEPOUIHbIE NDOTUBOBOCNANNTE IbHbIE NPeNapaTs!
y y
CePIEYHO-COCYCTLIX NIPYI|IAH, A TaKXE NPOQUAKTIIKA OCTPO MUIEMJH KOHEUHOCTet 1 OBLLie/ Ch

PTHOCTIy NALYIEHTOB C MILIEMH4ECKON B0nesHbio cepaua (MBC) nu  (HITBIT), aWTVArperaKTsi, Apyryie aHTUTPOMBOTUHECK/IE CPEACTB W CeneKTUBHbIE MHTVBATOPbI OBPATHOTO 3aXBaTa CepoTOHMHa (CVIOBC) U cenexTUBHbIE MHTVBITObI
o i

3a601eBaHUeM NepichepUeckyix apTepuit (3TA) B KOMBAHIDOBAHHOR TEPANIY C ALETTICATLINTIORO KUCAOTOM (3717 TABTETOK 2,5 MT); - MPOUAKTIKa BEHO3HOM  OBPATHOTO 3aXBaTa " CH). 4 0K 10/15/20 M MlaLUeHTb C TAXENO/ MOHESHOIA HEAOCTATONHOCTBIO WM
TponGoMGOY (BT3) y NaluiexToe, no, 5 GOflbluM Op Xiim onep: BMELLIATENILCTBAM Ha HILXHUX KOHEUHOCTAX (115 TAGNETOK 10 Mr); - MOBBILLIEHHbIM PHCKOM KPOBOTENEHIS 1 NALWEHTs, MIONyaIoLYE CONYTCTBYIOILIEE CUCTEMHOR NeYeHie NPOTUBOTPUMGKOBLIMM NDENaPATaMIA 230M0BOV FpYM WA
TIPOUIAKTYG RRLUGBOB TPOMG033 (1Y6OKK st TTE) 11+ TROMOG3MOOM TErouoit 3pTepuy (T3MTA) OCTe KaK UMY 6 Ve it TTB v TOTIA. hrvGuTopaw mpoTeasy B, noCe a1 TeeHA A0 HXOZUToch RORIpHCTa M KOHTGTE 5718 CROESRENEAOTO GOapp et OCnOXHEHUI B hopvie
(s Tabnetox 10 mr); - HCYTETa 1 CUCTEMHON TP MaUyeHToB TOVOOXEHAS (417 KpoBOTesens. ONHITENHO 1A TAOTETOK 10 Wr: Y NAUUENTOR C UCKOM 0B0CTer 336eHHOM GOTESHY XenVAKa i 12-1DCTHON KL/ HOXET GuTs OnpaBaaro
TABNGTOK 15/20 MY ncuerine ToMB03a TyBocAY 5e o TDOMBOSMGONAN NETOUHON ATDHA U MDOBMNKTIKE penangos TIB 1 T/IA (415 Tabnetok 15/20 ). HasHasere NpOGUAZKTUIECKOTD or0 eveHs ANA TBNETOK 10/25 MI: HERGBHO NEPEHECEHHOM BHYTPU|EPENHOM Wit
MPOTVIBOTIOKA3AHIAS. Mobiuuentas yecteeno & PUBAPOKCaBaHY Wnit NIOGOMY BCNOMOTATEIbHOMY BeULIECTBY TABNETOK; KIMHAIECKIN HAUMMblE aKTUBHbIE  BHYTDYMO3FOBOM KDOBOW3MAHMM, D NATONOT COCYZI08 CUHHOTO WM FONOBHOTO MO3Ia, NOCE HEZlABHO NepEHeCeHHO/i ONepaLiu Ha ronOBHOM, CTIMHHOM Mo3re

(ranpuep, nvsiHMe, 6 15 NedeHi, NPOTEKAIOLLME CKOIYONaTHer, KOTopas  wi rnasax. TOBOMHOE JEVICTBIE. YeuTeiaas MeXaHy3M ACVICTEWS, NpUMEHEHVIE MPenapara KCapeTo® MOXET ConpoBOXATLCA MOBBILUIEHHbIM PUCKOM CKPSTOTO Wi
OBYCnaBAVIBaET KIVIAWHECKU AN PUCK KROSOTEUEHYS, GeDEMEHHOCTb U NEpUOR, NBKTaLA (1EpYOR, TPYRHOO SCKAPMIVIBBHIS); FETCKIH 1 MORPOCTKOBLIA  SHOO KDOSOTEUEHIS 3 TIOBbIX OPTaHOB 1 TKaHer, KOTOPOE WOXeT MDHBOZVTS K NIOCTTEMOPPaTHUECKOTt ZHeM M. PICK pasGHTH KpOBOTeUeHI MOXeT YBETHHMBATSCA
B03PacT 710 18 /1T, Tsvxenas Crenet HapyLUEHUA QKL ke (KAKp < 15 W1/ ut); COMYTCTBYIOLLaA Tepaniis KakUMI-NUGO DY aHTUKOATyRSHTaMM, HAMDUMED, Y MALIMEHTOB C HEKOHTPONVIDYMOM APTEPUAIbHOM TNepTRH3IEVt /W NPYI COBMECTHOM NPYMEHeHyIV C DENapaTan, BAMSIOULAMY Ha FeMOCTa3. TTU3HAKM, CUMITTOMbI
HEPIKLYIOHDOB3IHM FETGD/HON, HYSKONOTEXYTADHINH TENDAKaNY (HOKEGNApHH, FATENapHH 1 1D), TPOVSBOZNSMA 1enapuia (BOAIANGDANYKC 1 D) 1 CTMeHs TRXECT (8710125 SOOI NET OOL) BAPLHDYIT B 32BHCAVOCT OT TOKWSALYY, CTENEHH TRXECTH WA TIPOOTKUTENSHOTH KPOSOTEses
118POPANbHBIMY BHTVKOANYNSHTMI (BAPQAPYIH, NVIKCaGaH, AAGUTATPaH 1 4p.), KDOME Cly|ae8, KOTAA NaLIEHT NEPEBOSNTCH C TepaNv WIW Ha TEANWIO NDENapaToM W ANIA aHEM AV, [eMOPPAIV|ECKILe OCOXHEHUS MOTYT MPOSBNATLCH B BWAE CNABOCTH, GNEAHOCTH, TONIOBOKDYXEHWS, TONOBHOM BOMA WA HEOBLACHAMBIX OTEKOB,

Kcapenmo?, unn e kora HOT HasHasaercs & AKX 03X f11A MOTVIEPXAHUA NPOXOMUOCTH LGHTDATHOTO BEHOSHOMO WA GpTEpANGHOO KATETeD3;  OPbILKW WM LLIOKS, PAsBHTHe KOTOPOTO HENb3A OGLACHIT ADYTAMA NPHAVHMA. B HEKOTOPbIX CTYaTX SCTeACTave aHeMIA pasByBaNIic CAMITTOM! ULewy

HACTEAICTBEHHAA HEMEPEHOCMMOCTb 1aKTO36 MW FANGKTO3s (HATDUMED, BPOXAEHHbIH ACHLIT NaKTa3bl Wik [TIOKO3OTANaKTO3HaS MansabeopbLs) (8 CBA3N  MHOKAPAA, TaKife KaK GOTlb 8 Py  CTEHOKGPAVA. TAKKE HaCTO OTMENAIOTCA aHEMIA (K4 COOTBETCTBYIOUIME 1 noxasateny),
€ v s coctase 7acios). JONOMAMENLHO A7 TGGIETOK 25 M. feierdie DKC A NoOL GHTHATDEGNTOD y NOUITOR, NEPEUECLIN IHQUILT A7 010812 GOl KPOSCUSTIIHUE § 33 (BK1042A KPOBSUIHVE § KOHHONKTIEY), CHINEHIE SPTERMILHOTO LaBTen TeNarona, HOKO0e Kposoredenire
TDAH3MTOPHYIO MILIEMIHECKYH0 aTaKy; JONOTHATEIbHO U1 TABNeTOK 10 MF, 2,5 M- LPPO3 Medetit 1 HapyWeHIS dyHKLMM MleveHn Knacca B 1 C o KnaccikaLn  KDOBOXaDKaHbe, KDOBOTOUMBOCTS ARCeH, XEnyI0MHO-KMLLIRSHOR KPOBOTeueHIte (BKII0Has PEKTANbHOR KpOBOTEYEHHE), GOnb B XNBOTe, AVCNeNcs, TOLHOT, 3anop,
Yaina-Mbio; [loronHyTensHo Ans Tabnero 10/15720 Mr: NoBpeXagHye Ul COCTOSHHE, CBA3AHHOE € MOBBILWEHHBIM PUCKOM BOMBLLIOTO KPOBOTEHEHIS (HanpuMep, [AVapes, PBOTA", KOXHbIl 3ya (BKMIOYGA HEYaCTble CIy4all reHEPAsM3OBAHHOTO 3yHa), KOXHas Coillb, 3KX/MO3, KOXHbIE M MOBKOXKHbIE KponnmﬂL’Sl—MSi 6ons
VIMEIOLLBACA I HEAABHO NEPEHECeHHaA XeNYOHHO-KILLIUHES 5383, HAMIME 3NIOKBUECTBRHHBIX Homapamﬂw C BLICOKVIM PHCKOM KPOBOTNEHUS, HENABHE B KOHEHOCTAX', KPOBOTEUEHYE U3 YPOTEHUTAIbHOTO TPAKTa (BKITI0NaS! TeMATypUIO 1 MEHOPPAUIo®), HapyLLEHIte QiyHKLIMM NIOHEK (BKI0Nas! MOBbILLIEHHE KOHLEHTALIA
TPaBMbI FOOBHOTO WM CTIAHHOTO MO3Ia, OMEALIAY Ha TO/IOBHOM, CTIAHHOW MO3Te WA (183X, HELlaBHee BHYTPHIEpenHoe MaTHOCTVDOBaHHOE Wk noBbleHve DaLIAM MOYEBUHbI KPOBH)', TMXOPAKa", MEPUBEDHYECKUIA OTeK, CHIDKEHIE OBLIET! MBILICSHOM Il W TOHYCa (BKIIONaS CaBoCT
IPERIONaraehioe B3pHKO3HOE PACLIUDEKIIE Bt NVILICBOR3, APTEPVIOBEHOSHBIE MansODMALH, aHEBDHaNSI €OCY108 MW BOIbLUME HONGTHM COCYA0B FONOBHOTO 1 GCTHIAD), MOBILIEHIG. GKTVBHOCTM MEYeHOIHbIX TPGHCaMa3, KpOBOTEUEHIIE MOCTE MEIUILIIHCKOM MAHWMYASLIA (BCTIOHGA_ NOCEONEPAUHOHHYIO aHeMIo
wnn cutHoro mosra). C OCTOPOXHOCTBIO. Mpu Slevesiit naliekTos ¢ M PHCKOM Kp (5 Tom “wtcne npu 1w VIKPOBOTENEHVie 13 Paks), FeMATOMa. * HAGIOEATHC NOCE BObLIAK OPTOMeAVIYECK/X ONEPaLiA * PErvCTpUPOBANYIC NpH Neveka BT KaK O4eHs YacTsie y XeHuH
CKIIOHHOCTH K Kp /eMOTi TN A7 HOH FAEDTOHI, TAHOR COMESH XETYFKa i 12-TEPCTHON KNUKW 3 CTa OOOCTHex,  MOTOKe 55 7t PeTLuOHHlf oNep: a7t TaGnerox 2.5 ur: 1002318, Asryanutan sepc icrpysu or 22052020, [ rabrerok 10 ur ICP-003820109
HEIABHO ePEHECeHHOT! A3BEHHOM BONE3HI XENyfIKa i 12-MEpCTHOV KLY, TUHO OHXO3KTa3aX AW JIETOYHOM KPOBOTEHEHMM B aHaMHE3e). AKTYansHas! Bepcs MHCTpYKuY oT 23.12.2020. [Lns Tabnerok 15 7 20 mir: JIN-001457. AKTyarbHas Bepcus MHCTpykuwn ot 09.09.2021

TipW syt NBLAHTOR <O COEIER CTENEHD HAPYLIEHR (YKL VSR (RIKA 3049 MAAAH), NOMNAIOMK ORHOEPENEHD NPENapATH, MOMBIOMAE  BRanenets Y. aep AL lepMaig. NOUSBOATENH. ATA 10 4 35 W - Badep AL, [epHaHAs. ATA 15 4 20 W - BAReD AL TepManit n 000 «HTOD alTONACAHS, Poccus,
KOMUEHTPALIO PUBAPOKCABAHA B Ma3Me KPOBH. T1pH IeeHIM MaLIMEHTOR C TAXENOR CTNeHbiO HapYLLIEHHS (yHKUMN novex (KKP15-29 MnmyH). PUBapoKkcaGan  OTNYCKAeTCA o peenty Bpava. [10APOBHas MHBOPMALIMA COREPKITCA B MHCTPYKLAX N0 TIDUMEHEHII

B AO «BAVIEP» %e,
107113, MockBsa, 3-1 PbibuHckas yn., iom 18, ctpoeHne 2. "0‘.9 J
BAEE R Tenedon: (495) 231-12-00. Gakc: (495) 231-12-02 Q

www.pharma.bayer.ru

R PP-XAR-RU-0854-1 prBapokcabaH




ACMUPUH® KAPAWUO 100 mr - 8

> = BAYER
cambii npumeHsieMbid B mupe npenapat ACK E
AN NpodUNAaKTUKN UHPAPKTOB U MHCYNbTOB

: A uTto
%ACH“PHH@’K APINO BblOMpaeTe Bbl
Auetuncanuuunosas kucnota 100 mr | 4Nn4a 3aluUTbl naluUeHTa
e e OT KaTacTpodbl, KOTOpan
(, - MOXET pa3pyLlinTb
ero }u3Hb?

NMPOOUJIAKTUKA .
MHOAPKTOB U UHCYJIbTOB [ SALLUTA ENYAKA

ExepnHesHbI npuem ACK noutn B 2 pasa £ AcnupuH® Kapamo - MuHuManbHoe

CHUXaN PUCKN pa3BUTUS MHPAPKTOB U KonndectBo HK-0CNOKHEHUI N0 CpaBHEHUIO

WHCY/ILTOB, CHUXasA PUCK CEPAEYHO- ¢ apyrumu npenapatamu ACK Gnaroaaps
COCYAMCTON CMepTH Ha 20%"#2 KWLWEe4YHOPacTBOPUMON 060/104Ke>8

OT NPUBEPHEHHOCTH ACMUPUH®
MOMET 3ABUCETb X {U3Hb = U30GPETEH BAWUEP

HexenatenbHble iBAEHUA CO CTOPOHbLI KT AcnupuH® Kapamo — opuruHasbHblii
C/IYIKaT NPUYMHOMN Kaw oW 5-0/ OTMEHBI npenapat ACK ans anautenbHoro®
npenapata®, YTo NOBLILAET PUCK NPUMeHEeHMs

CEePAEYHO-COCYAUCTLIX COBLITUI Ha 37%*

Acnupun® Kapauo.

NekapcTBeHHas dopma: TabneTku ﬂOKpthble KUWeYHopacTBOPUMOii 060104Ko#A, 1 TabneTka copepwut 100,0 Mr uan 300,0 mr auer 0ii Knenotol. M K ] TMKa OCTPOro WHdapKTa MUOKapAa NpU HanUuUK
$aKTOpoB pUcka i anager, r nemus, aptep TUNEPTEH3US, OKUPEHUE, KyPeHHe, NOKUNON BO3PACT) U NOBTOPHOTO HHGAPKTa MUOKaPAA; HecTabuAbHas c (BKMI0YaA Mo, Ha pa3BUTHE OCTPOro MH(BAPKTa
MMOKap/a) ¥ CTa6ubHan CTEHOKAPANS; NPOGUNAKTUKA MHCYLTA (B TOM YUC/E Y NaLMEHTOB C Hapy MO3roBoro ); NPOGUNAKTIUKE NPEXOAAUIEro Hapy MO3roBoro NpoGMNaKTUKa TPOMEOIMGONMH Nocae
onepatnii U HBa3UBHbIX BMEWATENbCTB Ha COCYAaX ( WYHT 3HAAPTEPIKTOMMSA COHHBIX aPTEPHIA, apTEPUOBEHO3HOE WYHTUPOBAHME, aHTUONNACTHKA U CTEHTUPOBAHME KOPOHAPHLIX APTEPHI, AHTMONNACTUKA COHHbIX APTEPHH);
npoduaKTMKa TPOMG603a rYGOKUX BEH U TPOMGOIMGONMN nerowow apTepuu v ee BETBEN (B TOM uuCie, NPU ANUTENbHOM MMMOGUAM3ALMN B Pe3ynbTaTe OGWMPHOTO XMPYPTUYECKOTO BMEWATeNbCTBa). MPOTUBONOKA3aHMA: NOBLILIEHHAA YYBCTBUTENLHOCTL K
aleTMNCanMuMN0BOi KNCNOTE, BCMOMOraTe/bHLIM BEIECTBAM B COCTaBe NpenapaTta au HECTEPOMAHBIM NPOTUBOBOCNANUTENbHEIM NpenapaTam (HMBM); GpoHxuanbHas acTMa, HAYUMPOBaHHAA NPUEMOM CanuuunaTos U Apyrux HMBI; coyeTanne GpoHXManbHO

acTMbl, peuy, fouero Hoca u 1X Na3yx u p 1 ACK; , 0 TpaKTa (B CTaAMM 060CTPEHUS); ENYAOUHO-KULIEYHOE KDOBOTEYEHHE; FeMOPPArMyeCKHii AnaTes; COYETaHHOE NPUMEHEHHE
C MeToTpeKcaTom B Ao3e 15 Mr B Heaento u 6onee; 6epemeHHocTb (v Il TpUMECTp) M nepuoz rpyAHOr0 BCKapMAMBaHHS; AETCKUIA M NOAPOCTKOBLIM BO3pacT A0 18 neT (BBUAY OTCYTCTBUS AaHHbIX N0 3GHEKTUBHOCTM U TH); TAXEN0E Hapy (GYHKUMM NOYEK; TAKENOE
HapylWweHne GyHKLMM NeYeHu; XpOHUYecKas cepAevHas HeaocTaTouHocTb II-1V dyHKUMOHAaNbHOTO Knacca no K. NYHA. C oct bi0: YyBCTBUTEHOCTb K aHanbreTukam, npor TEeNbHBIM am, npori U4ECKUM
pENaparaM, a TaKKE MMEPTUHECHAE PEKUWN Ha APYTUE BEWECTB; HANMIHE B A3BEHHBIX i A 0ro TpaKTa, B TOM 4ucAE Xpo| [ Henyno! 0 TPaKTa UM HENYAOYHO-KULIEYHbIE
KPOBOTEYEHUSA B C @HTMKOATYARHTAMM; NIPH NOAATPE, TMNEPYPUKEMMH; IPH HAPYWIEHHN GYHKUMM NEUEHH; IPH HAPYWEHHM GYHKUNM NOYEK; NPH Hapy BC/IE/ICTBUE aTePOCKNIEP03a NOYEUHBIX
apTepuii, 3aCTolHOI cepaeyHoi Henomamwocm rUNoBONEMUM, OGWIMPHOTO XMPYPTUYECKOTO BMEWATENbCTBA, Cencuca, Cayyaes 0 Kp! ; Ny 6p i acTme, Xpo 0praHoB AblXaHus, CEHHOM IMXOPazKe, NOUMO3e Hoca,
XPOHUYECKMX 3a60NEBAHNAX AbIXATENbHON CUCTEMBI, @ TaKIKe annepruyeckux Ha aipyrve bl KOMHbIE PeaKUuK, 3y, KpanuBHULA); NPU TAENbIX GOpMaXx AeduinTa MioKo30-6-dochaT-Aernaporenassi; Bo Il TpUMECTpe GepemMeHHOCTH; Npu
NPeANoONaraeMoM XMpypriyeckoM BMewaTeNbeTse (BKKOYAR HE3HauMTENbHbIE, HaNpUMep, SKCTPaKUMA 3y6a); NPU COYETAHHOM NMPUMEHEHMU CO CAEAYIOWUMM NEKaPCTBEHHBIMI CPEACTBAMM: METOTPEKCATOM B 03€ MeHee 15 M B Heaenio; GHTHKOBTYARHTHbIMH,
TPOMGOAUTUYECKUMM UM APYTUMM @HTHArPEraHTHBIMM cpeacTBamu; HIBI (B TOM 4ucAe MGYNPOGEHOM, HANPOKCEHOM); AMFOKCHHOM; FMNOTNMKEMUYECKUMM CPEACTBAMM ANS NPUEMa BHYTPb AHble o] ) n Basbnpoesoit H

a/IKOroNem (anKoroNibHble HaNWUTKNM B YaCTHOCTH); CENEKTUBHLIMM MHIMBUTOPaMM 06paTHOro 3axBaTa CePOTOHMHA. 106GOYHbIE AEMCTBUA: reMopparuyeckan aHemns”®, xene3ofeduunTHas aHeMua® C COOTBETCTBYIOWMMM KAMHWKO-Na6opaTopHbIMK NPU3HAKaMK M CUMNTOMaMK,
remMonus®, reMoIuTHYEcKan aHeMUA’; TUNepyyBCTBUTENbHOCTb, IeKapCTBeHHAA HEeNepeHoCMOCTb, afNepruieckmii OTeK M aHTMOHEBPOTUYECKHIT OTek (0TeK KBUHKe), aHaduNaKTUYeCKHe peakunu, aHaduNaKTUYECKNi WOK C COOTBETCTBYIOWMMHU Na6OPaTOPHLIMK

M KMHUYECKUMM NPOABNEHUAMM; FeMOPPAruyeCckil HHCYNILT UK BHYTPUYEPENHOE KDOBOTEYEHHE, FONOBOKPYMEHHE; WYM B yuiaX; KapAN0-PECnMPaTopHbIi AUCTP DPOM?; FeMopparus, onepatnoHHbIe KPOBOTEHEHUS, TEMaTOMbI, Mbillie4Hble KDOBOUIMAHNUS; HOCOBOE
KPOBOTEYEHME, aHaNlbreTUYECKMit aCTMATHYECKHI CUHAPOM puHHT, b HoCa; 60/1b CO CTOPOHbI HENYA04HO-KNWEYHOTO TPaKTa, 60/b B MBOTE, KP! b leCeH, BocnaneHH 0 TPaKTa, HENYA0UHO-KHIE HbIE
KDOBOTEYEHHS, A3BbI CU3NCTON 06ONI0YKM HENYAKa U ABEHaALATUNEPCTHON KULIKM, NephOPATUBHBIE A3BbI CAUNCTON 0GONI0YKM HeNYAKa U ABEHAALATUNEPCTHON KULIKM (C COOTBETCTBYIOWMMM KIMHUYECKNMA CMMI‘ITOMaMM 1 N1aGoPaTOPHbIMU U3MEHEHHAMH); HapyuweHue
DYHKUUN NEYeHH, NOBBILIEHUE aKTUBHOCTH NEYEHOYHbIX TPAHCaMUHA3; KOXHAA ChiMlb, KOXHbIA 3YA, u3 0BBIX NyTeil, HapyweHUe GyHKLMN NOYEK', 0CTPas N0YeYHan HeA0CTaTOHOCTb'

“CBA3AHO C KP! ;6cBA3aHO C T ) AeduumTa rioko30-6-hochaT AernaporeHassi; *csﬂsauo ! annepri "y NaUMEHTOB C HapyWeHNEM YHKLMN NOYEK AN CepA YAMCTIMM Hap

MMeloUMMUCA 10 Havana Neyenns npenapatom Acnupun® Kapauo.

PeructpaumnoHHbiit Homep: 11 N015400/01 AkTyanbHas Bepcus MHCTpyKumMM o1 05.07.2019 r. Opuamnyeckoe nuL0, Ha UM KOTOPOTO BbIAAHO per Baiiep K Kap AT, i i BO FOTOBOM i dopmbi: Baiiep Al,

lepmanus. MponssoauTens (Boinyckatowuii KOHTpONb KayecTBa): baiiep buttepdenna MoX, fepmanus. OTnyckaeTcs 6e3 peuenta Bpaya. logpo6Has mH(tJopMaLmn COZIEPHKMTCA B UHCTPYKLUM NO NPUMEHEHNIO npenaparta.
* 3a MCK/II04YEHUEM NALMEHTOB, KOTOPLIM TPEGYETCA HasHauEHHNE aHTUKOArYNAHTOB, BKIOYas NaUMEHTOB C GUOPUANALMEN NPEACEDAMI HEKNANAHHOTO reHesa.
# HacToTa NOBTOPHbIX UHHAPKTOB MUOKapAa U3 uccnefoBatus Second International Study of Infarct Survival Collaborative Group.

- €O CTOPOHbI Y, 0 TpakTa, ACK - auetuncannuuunoBas kucnota, KT - enya0uHO-KUWEYHBIH TPAKT.
1. Mo paHHbIM 6a3bl MIDAS IQVIA (IMS) 3a nepuoa MAT Q2/2019 cpean HM3KoA03MpOBaHHbIX Npenapatos ACK. 2. Second International Study of Infarct Survival Collaborative Group. Lancet 1988; 2: 349-360. 3. barukos A.H., Padanbckuii B.B. 3HaueHue npuBepHEHHOCTH
nayueHToB K 1e4eHnto npu AnutensHom npueme ACK y nauueHTos, nepesecwmx OHC: pesynbrathl ®OPMOCT. ¢ us, 2012, 9 (52). 4. Sundstrom J. et al. Low-dose aspirin disconrinuation and risk of cardiovascular events. Circulation 2017; 136(13):
1183-92. 5. Dammann H. et al. Enteric coating of aspirin | gastr mucosal lesions. Aliment Pharmacol Ther 1999; 13: 1109-1114. 6. Agan u3 : B! E.l0., 0.10., K B.A., Kyps C.[l. CpaBHUTENbHASRA
OLeHKa M 1 Ge n ACK y naunenToB ¢ UBC. ApTepuanbHas runeptensus. 2009; 15(4). 7. Darius H. Aspirin protect. iert gute Ver i Pharm Ztg August 2006. 8. Padanbckuii B.B. CpaBHuTeNbHAR
OLEHKa KULWEYHOPACTBOPUMBIX TAGNETOK aLeTUNCANMLUNOBOI KUCAOTbI Pa3HbIX NPOU3BOANTENEI NO TECTY «PacTBOPeHNE». POCCHICKIMA KapAnonordeckuii kypHa. 2010; 86 (6): 51-55. 9. UHCTPYKLMS N0 MEAULMHCKOMY NPUMEHeHHIo npenapata Acnupun® Kapawo ot 05.07.2019 1.

B
- EA¢ER
107113, Mo & CIIMPUH,
107113, MockBa, 3-5 PbibuHCcKas yA., A. 18, cTp. 2. KAPHMO

TeA.: +7 (495) 231 1200. www.pharma.bayer.ru PP-ASP-RU-0039-1 CMELIMAAbHBIA CEPAEYHbBIMA ACMTUPUH




BIOMONITOR IHIm

MMI'IﬂaHTI/IpyeMbIVI KapaAnoMOHUTOP HOBOIO NMNOKOJIEHUA

e BepudurunposaHHasa pervctpauma P-BonHbI ¢ MUHUMK3ALNEN
prckoB noxHon aetekumm Orl

e BblcokoamnauTynHaa perncrpauma R-BofiHbl 32 CHET YBEIMYEHHOTO
BekTopa kopnyca VKM

e PacyeTHbIN cpok cnyxbbl 5.5 net

e OTcyTCTBME NMMUTOB MO ANIUTENBHOCTN COXPaHAEMbIX 3MN30408
Npu ncnonb3oBaHnu ¢ cuctemor Home Monitoring

e IMNnaHTauna «B 04HO ABUXKEHME
e MPT-coBMecTUMOCTb be3 30H ucktodeHns 1.5 mn 3 Tecna

e OTaenbHble anroput™Mbl 4na auddepeHLnanbHoON AMarHOCTUKN
3KTOMMYECKUX HapyLLIeHWiA puTMa

e VIHTennekTyanbHbI MOMOLLIHWK MO HACTPOMKe MPOrpamMMbl
e CoBMeCTMMOCTb C MporpaMMoin aaa cMapTdoHa

000 «BuoTpoHuK»:

yn. Hukonosmckas, oM 26, ctpoeHue 1A, atax 2, nomelleHuve b
109240 Mocksa, Poccua

TenedoH: 8 (495) 789-68-31 | Dakc: 8 (495) 789-68-32

3n. noyta: office@biotronik.ru

ToBapHbIi 3Hak & BIOTRONIK 3apervcTprposaH B PO, EE B I o I Ro N I K
CeupetenbctBo N20649784 o1 28.03.2018r.; BKMOYEH B TaMOXeHHbIn Peectp "

06bekToB MHTennextyansHomn CobeteeHHocTn (TPOUC),

Potsenmne N 14.38/07565, excellence for life



Selectra 3D

CTtuMynauua npoBosiLLEN CUCTEMDBI cCepaua

[lpenctaBngeM Bam peBOIOLMOHHYIO CUCTEMY OOCTaBKM AN yoobHOro
1 BbICTPOro NO3MLMOHNPOBaHMA 3N1eKkTpoaa B 30He nydka [ nca

000 «BuroTpoHuk Ypan»:

3n. noyra: office@biotronik.ru
ToBapHbIl 3Hak & BIOTRONIK 3apervcTprposaH B PO, m B I o I Ro N I K
CeupetenbctBo N2 0649784 o1 28.03.2018r.; BKNOYEH B TaMoXeHHbIn Peectp "

06bekToB MHTennextyansHoi CobeteerHocTn (TPOUC), .
Pewenne N2 14-38/07565. excellence for life



ANNA®OPTE"

TabneTkn

HOBasA NPOJSIOHIMPOBaHHAA ¢opMa NannakoHUTUHA
rmgpobpomMmmia C yMEHbLUEHHBIM KOJIMYECTBOM
NOOGOYHbIX HEBPOJIOTNYECKUX AENCTBUN

NMOKA3AHNA:
Vv HaaXKesnygouykoBas M XKenyLoukoBas dKCTPacUCTonus;
Vv MapoOKCM3Mbl MepPLAHUA 1 TpeneTaHUA npeacepani;
Vv MapoKCM3ManbHaA HagXenyaouykoBaa Taxmkapaus,
B TOM Yncne n npu cnigpome Bonbda-lNapkmnHcoHa-YanTta;
Vv NapoKcu3MasnibHas »enygouykoBaa Taxmkapausa.
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Tabneroy 13

AO «®apmueHTp BUJIAP»

123458, r. MockBa, yn. Mapwana lNpownskoBa, 4.30
+7 (499) 519-30-88; www.allaforte.ru; www.vilar.su

3[0poBbLE B rapMOHUM C npwponoﬁ®




Ha npaBax peKnambl

IMPULSE

BglEgpynNAMICS

OPTIMIZER™

MOOYNALUMA CEPAEYHOW COKPATUMOCTW - PEBOTIOLIMIOHHAA METOAVKA
JIEYEHVA NAUMEHTOB C XPOHMYECKOW CEPAEYHOM HEQOCTATOYHOCTbIO

www.heart-failure.ru

MeToaunka BHeceHa B cnucok BMI1 ¢ 2021 roaa

Cardiomedics

CUCTEMA:

MmnnaHTnpyeTtca c AByma
NpaBoXesyA04KOBbIMM
anekTpodamu. iHanBuayanbHoe
6ecnpoBogHoe 3apaaHoe
YCTPOWCTBO BblJAETCA NaLMEHTY
Ha pyKun (CeaHC 3apAaKM annapata
1 pa3 B Hegeno)

MOKA3AHMUA:

CUMNTOMHAA XpoHNYeckas
cepfieyHas HeloCTaTOYHOCTb Npu
cucTonuuyeckon ANCGyHKLMN NeBoro
xenypgouka

OnTumanbHas MeiMkamMeHTO3HaA
Tepanua

1=l dyHKLMOHaNbHBIN Knacc
XPOHMYECKON cepaeyHon
HepocTaTouHocTn no NYHA
CriHycoBbIli pyTM 160
dnbpunnauus npeacepanin
®Opakuua Bbibpoca 25-40%

QRS meHee 130 mc

MPUHLUWN PABOTDI:
HaHeceHvie BbICOKOAMMANTYAHbBIX
CTMMYNOB B 06nacTb
MEXKeny0uKOBOW NeperoposKm
B ab6CONOTHBIN pedpakTepHbIN
nepuog. He nmeet dyHKLMM
6pagncTumynsaLum.

SOOEKT:

BoccTraHoBneHre mexaHnyeckom
bYHKUMM KapAUOMUOLINTOB
MpupocT dpakumm Boibpoca
CHuKeHe dyHKLMOHANbHOro Knacca
cepheyvHoNn HepoCTaTOUHOCTU
MoBblWeHMEe TONEPAHTHOCTN

K GU3Myeckom Harpyske
O6paTHOE pemofenmpoBaHme
MUOKapgaa

YnyuuleHve KauecTBa »KU3HU

000 «Kapanomeaukc»: 101000, Mocksa, MokpoBckuin 6ynbeap, A. 4/17, ctp. 1, opuc 40, Ten. +7 (495) 935 84 71, pakc +7 (495) 935 84 72.

info@cardiomedics.ru; www.cardiomedics.ru



BECTHUK APUTMOJIOTI'NHN

VESTNIK ARITMOLOGII
HAYYHO-IPAKTUYECKHWU PELIEH3UPYEMBbIH KYPHA.I

Tom 29 Ne 1 (107) 2022

HN3paercs ¢ 1993 roga

I'TABHBIE PEJAKTOPBI*:

A.IIl. PesnmBunm
E.B. lInsaxTo

PEJAKIIMOHHAA KOJIJIETUS:

HUCIIOJHUTEJIBHBIE PEJAKTOPBI:

M.M. Mensenes
E.H. Muxaiinos

P.E. baranos A.A. Kocrapesa 10.B. lllyoux J. Kautzner
IO.H. benenkos JI.C. JleGenen E. Aliot J. Kosiuk

JLLA. boxepus JI.b. Mutpodanosa I. Efimov N. Marrouche
C.I1. Tonumex C.B. IlomnoB J. Brachmann A. Panfilov

E.3. Tonyxosa A.b. PomaHoB M. Haissaguerre C. Pappone

P.C. Kapnos M.A. llIkonbHUKOBA J. Jalife P. Platonov
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Cunnpom yamuaeHHOTo nHTepBana QT (CYUQT) -
OJTHO W3 TICPBHIX CEPACIHO-COCYTUCTHIX 3a00ICBaHUM, KO-
TOpOE OBLIO MPHU3HAHO MPEUMYIIICCTBCHHO HACICICTBCH-
HBIM 3a00JIeBaHHEM U I KOTOPOTO OBLIM OBICTPO
BBISIBJIEHBI NPUYUHHBIE TeHbl [1]. OTHOCUTENBHO BBICO-
kas pacnpoctpanenHocts CYUQT B momynsimun (ipu-
6mmsurensHo 1:2500), Xoporro y3naBaemast kKaptuaa DKI
¥ YETKHE KOPPEISIUN TCHOTUIIA ¥ (DEHOTHITA TIOCITYKUAITH
TOJIYKOM JJIsi BHEAIPEHUS FEHETUYECKOrO TECTUPOBAHUS
CYHUQT B KIMHUYECKYIO NPAKTUKY. SIBISASCH OOHUM U3
MEePBBIX TCHETHYECKUX CHHIPOMOB B 0OJNacTH cepicu-
HO-cocynucThix 3aboneBanuiti, CYUQT mpomomkaet mo-
Ka3bIBaThb CBOIO HOBAaTOPCKYIO pOJIb B KapAHMOTEHETHUKE,
BBIHOCS Ha CIIEHY MpoOJIeMy «BapHaHTOB HEM3BECTHOM
KIIMHUYECKON 3HAYMMOCTH» M (POKYCHpPYS BHUMaHHUC Ha
pacTylieM 4YHclie HOBBIX I'€HOB MPEAPACIIONIOKEHHOCTH

© A.A Kocrapesa 2022

k CYUQT, xoTopsle TUIIb U3PEKa ONMUCHIBAIOTCS B CB-
31 c 3a0oieBaHneM 0e3 yOEAMTEIBHOTO CerperantoH-
HOTO aHamM3a W (YHKIHOHAIBHBIX WCCICHOBaHUH [2].
B pesynsrate CYUQT nepBbIM mpeTeprien 3BOMIOLHUIO,
KOTOpasi T03Ke OblIa IOBTOpPEHAa MHOTHMH JAPYTHMH
CEPICYHO-COCYIUCTHIMU 3a00JICBAHUSIMHI TEHETHYECKON
HIPUPOJBL, TAKMMHU Kak CUHApPOM bpyrana, apuTMoreHHas
KapAMOMHMONATHs W [OUJIaTalliOHHAs KapAMOMHOMNATHS.
Ora 3BONIONUS BKIIOYAJa OBICTPYIO HACHTHU(QHKALNIO
IINPOKOTO CIIEKTpa I'€HOB, ACCOIMUPOBAHHBIX C 3a0oJe-
BaHUEeM Ipu nomomu texHonoru NGS, onpenenenue
KOppeNsInui TeHOTHI-EHOTHII, TPU3HAHNE BKJIAJa IO-
JUTCHHBIX JIETEPMUHAHT B ()EHOTHN 3a00JIeBaHUS, H/ICH-
TU(UKAIMIO BAXKHBIX OJHOHYKJICOTHUAHBIX ITOJIUMOP(H3-
MoB (SNP) u ananu3 ux poiau B U3BMECHEHNHU NPOSIBICHUN
Gomne3nn. Ceromus 1JIsi CyXKEHHUS! CIIEKTpa Bcex oOHapy-

@)ov 0|
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JKCHHBIX TPUYUHHBIX TCHOB 110 (YHKIIMOHAIBHO 3HAYU-
MBIX HCIOJIB3YIOTCSl TIOCIEIHUE JTIOCTUIKEHUSI CTPYKTYP-
HOHM OWOJIOTHH, MOJCKYISIPHON 3IIECKTPO(QHU3UOIOTHH |
(hapMaKOTCHETHKHU C LEJIbI0 JalibHEHIIero 0e30macHoro
HCTIONBb30BaHUS B KIIMHUYECKON IreHETHKE.

[Tomumo Hanbonee yacteix popm CYUQT - CYUQT
1, 2 u 3 TUMNOB, BMECTE C PEIECCUBHBIMU W PEIKUMU
JKU3HCOMIACHBIMH 3a00JICBAHUSIMH, TAKUMH KaK CHHIPOM
xepsemna u Jlanre-Hunbcena, cunpom TUMOTH U CHH-
npom AHnepceHa-TaBuia, MOJaBIAIONIEE OONBITMHCTBO
reHoB, cBs3aHHbIXx ¢ CYUQT, yacto UMEOT 0YeHb CKY/I-
HBIE JI0Ka3aTeIbCTBA U MOJATBEPKACHBI TOJBKO OTAEIbHBI-
MU COOOIICHUSIMH O KIMHHYCCKUX Clydasx. B oTHoIe-
HUU MPUYMHHON POJIM MHOTUX W3 ATHX I€HOB, HAIPUMED,
AKAPY, ANK2, CAV3, KCNEI, KCNE2, SCN4B, SNTAI,
B HACTOSIIIEE BPEMs UMEIOTCSI COMHEHHUSI, YTO MIPUBOJUT K
HEOOXOMMOCTH MEPECMOTPA CIIEKTPa MPUYMHHBIX TCHOB
st CYUQT [3]. B nactosiee Bpems tonbko KCNQI,
KCNH2, SCN5A cunTatorcs NpUYMHHBIMU T€HAMHU JIJI51 TH-
nmuuHoro CYUQT, a eme yersipe rena (CALMI, CALM2,
CALM3, TRDN) cuuratorcsa 3HaunMbiMu st CYUQT c
ATUMUYHBIMUA KIMHUYECKUMH TIPU3HAKAMHU, BKIIOUas HEO-
HATAJIbHYIO aTPHOBCHTPUKYIISIPHYIO Onokamy. B To Bpemst
kak ansi CACNAIC ypoBeHb OKa3aTeNbHOCTH MPU3HAH
YMEPEHHBIM, JJIs OCTaJbHBIX TEHOB HMEIOTCS KpaiiHe
OTrpaHHuYEHHBIE JI0KA3aTeIbCTBA UX MPUYMHHON POJIU B OT-
nomenun CYUQT. ITapannensHo nosiBisieTcst Bce Ooblie
JIAHHBIX O POJIM YaCThIX TeHETHUYEeCKUX BapuaHTOB (SNP)
B reHax, csizanubix ¢ CYUQT, B kauecTBe BasKHBIX MOJTY-
JIATOPOB (PCHOTHITUYCCKOW W3MCHUYMBOCTH 3a00JICBAHUS.
Tax, panee onucannbie CYUQT-acconuupoBaHHbIe TE€HBI
KCNEI n KCNE?2 celiuac npu3HaHbl B Ka4eCTBE 3HAYM-
MBIX JerepMuHaHT npuodperennoro CYUQT, rakxke no-
KazaHa pOJIb YacThIX I€HETHUUYECKUX BApUaHTOB B reHax
NOSIAP, KCNQI v KLF12 B pa3BUTHH NPHOOPETEHHOTO
yuiunenuss CYUQT [4].

EDITORIAL

ITockoneky CYUQT, B OCHOBHOM, MpOSIBISETCS B
JIETCTBE, OOJIBIIMHCTBO MAIMEHTOB, Y KOTOPBIX ITPOBOJISIT-
Csl pe3yJIbTaThl TeHETUYECKOTO TeCTUpOBaHuus - aetu. Ha
tepputopun CHI" nacnencteennsiii CYUQT y B3pocibix
MAIEeHTOB JI0JIT0€ BPEeMsl HE pPaclo3HaBaJICs, U JHATHO3
CYUQT ne Obu1 obmenpuusaThbiM. [loTomy ormyOsmmKo-
BAaHO BCEr0 HECKOJBKO CTaTe O IEHETHUECKOM CIIEKTpe
B3pocibix poccuiickux nanueHtoB ¢ CYUQT [5]. Texy-
masi MccieioBaTebckas padoTa MpeACTaBisieT coOoi
OVH U3 HUX, MPEOCTaBNIAs KIMHUYECKYI0 M T'€HeTHue-
cKyr0 uH(popmaiuio o 24 B3pocibix namuenrax ¢ CYU-
QT. B uenom, 310 ucciaenoBaHue MOATBEPkK AT MUPOBBIC
JIJaHHbIE O NMPUMEPHOI YacToTe MOJIOKUTEIBHOIO F€HOTHU-
nupoBanus npu CYUQT okono 60-70% u nmoaTBepxkaeT
JIaHHBIE O PACIpPOCTPAHEHHOCTH MATOT€HHBIX BapUaHTOB
KCNQI v KCNQ?2 cpenu MaiyeHToB C IaHHOM MaToloru-
eil. BaxHO 0TMETHTH, YTO aBTOPHI TaKXKe MPOJEMOHCTPH-
poBaM HU3KYIO 4acToTy BapuaHToB B reHax CACNAIC n
JIpyrux reHax cpeau nanueHtoB ¢ CYUQT, uro BbI3BaNO
KPUTHUKY B OTHOLICHUH BKIIFOYCHUS STHX I'C€HOB B PyTHH-
HOE KIMHUYecKoe TectupoBanue [6]. Bmecte ¢ HenaBHO
OIyOJIMKOBaHHBIMU pabOTaMu O POJIM PEIKUX TeHETHYe-
ckux BapuanToB B CYUQT 310 nccnenoBanne MOXeT pu-
BECTH K MEepeolleHKe KIMHUYECKUX UHTEpIIpeTaluil paHee
OITyOJIMKOBaHHBIX TEHOB U MX UCIIOJIb30BAHUIO B IENIEBBIX
MaHeNsAX JJI TeHETUYECKOrO TECTUPOBAHMUSL.

B Hacrosmee BpeMs HamM 3HaHHMA O TCHETUKE
CYUQT, snexkrpodusnonoru u CTPyKTypHOH OmoIno-
I'MU BMECTE C JaHHbIMU O BiaussHUM SNP TpeOyroT HOBBIX
KJIMHUYECKUX KOHLENIUH B OTHOIIEHUM MOAXOAOB K JHU-
AQrHOCTHKE M JICYCHUIO MALIUEHTOB C HACIEICTBEHHBIMU U
puoOpeTeHHbIMU 3a00J1eBaHUAMU MUOKapAa. TakuM 00-
pa3oM, CTaThs, MPEACTABICHHAS B TOM BBIITYCKE, XOPOIIO
COOTBETCTBYET CAMBIM COBPEMEHHBIM B3IVIsaM Ha IeHe-
tuky CYUQT u noaaep’uBaeT COBpeMEHHbIE TEHACHIIMH
B TEHETHKE CEPJICYHO-COCY/IUCTHIX 3a00IeBaHMUIA.
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KIIMHNYECKA S XAPAKTEPUCTUKA [TAIIMEHTOB C PA3JIMYUHBIMU T’EHETUYECKUMU TUITTAMU
CUHAPOMA YIJIMHEHHOTI'O UHTEPBAJIA QT
C.M.Komuccaposa', H.H.Yakosa?, E.C.Pe6exo’, T.B./losimarouy?, C.C.Huszosa’
IT'Y Pecnyonuxanckuii hayuno-npakmuyeckuii yenmp «Kapouonozusy, Benapyco, Munck, yi. Poswt JTiokcemoype, 0. 1105;
‘THY «Hnucmumym 2enemuxu u yumonozuu Hayuonanwvnoii akademuu nayx Benapycu», Benapyco, Munck,
ya. Akademuueckas, 0. 27.

Heab. OueHuTh KIMHUYECKUE XapaKTEPUCTHKH, BKIIFOYas HEOIAaronpHusTHBIE COOBITUSI U UCXO/IbI, Y MAI[MEHTOB C
pa3IMYHBIMHM T€HETUYECKUMHU THIIAaMU cuHIpoMa yutnHeHHoro nHTepBana QT (LQTS).

Marepuan n meroanl. OdcienoBano 24 npodanna ¢ KiIMHHYecKHM auarHo3om LQTS, HabnronaeMbIx B TeueHne
5 ner. KIIMHUKO-MHCTPYMEHTAJIBHOE MCCIIE0OBAaHNE BKIIIOYANIO perucrpanuio anekrpokapauorpaduu (OKID), cyrounoe
mouutopuposanue IKI, cOop reneanornueckoro anamuesa ¢ ouenkoi DKI' Bcex 4eHOB CeMbH M BBISBICHUEM Cllyda-
eB BHe3anHoi cepaeunoil cmeptu (BCC) B cembe uiM Haau4us ceMeiHol GpopMbl 3a00seBaHus, 3X0KapAHorpaduio u
MarHUTHO-PE30HAHCHYIO TOMOTpaduIo cepAna /il UCKIIIOUeHUST CTPYKTYPHBIX M3MEHEHUI Muokapa. [louck mMyranmii
B KOAMPYIOIIMX MOCJIEA0BATENIBHOCTAX F€HOB, aCCOLIUMPOBAHHBIX C PA3BUTUEM KaHAJIOMATHH U IPYTHUX HACJIEACTBEHHBIX
HapyUICHHUH Cep/IeyHOT0 PUTMA, TPOBOJIMIIM METOJOM BBICOKOITPOM3BOIUTENBEHOTO ceKkBeHnpoBanus (NGS).

Pesynbrarel. Y 18 u3 24 (75,0%) nanmeHToB BBISBICHBI HYKJICOTHIHBIC BapHaHThl B 4 TeHaX, aCCOLMUPOBAHHBIX C
LQTS (KCNQ1, KCNH2, CACNAIC, ANK2). Y 14 u3 24 (58,0%) npoOaH/10B 0OHApY>KEHbI AUArHOCTUYECKU 3HAYHMMBIE MY-
tauuu (IV n V knace narorerHocty) B renax KCNQ! (8 myraumii), KCNH2 (4 mytauun) u CACNAIC (2 myrauun). Y 4 u3
24 (17%) naupeHToB OBUIO OOHAPYIKEHO 110 JBa 1 OOJiee BapuaHTa ¢ HeorpeeseHHoi 3naanmoctbio (VUS, 11 kiacc) B renax,
accouuupoBanHblx ¢ LQTS 1 HacnencTBEHHBIMU apUTMUSIMY, Y 6 MAIl[MEHTOB NEHETUYECKUE M3MEHEHUsI HE YCTAHOBJICHBL
Cpenu manyieHToB ¢ 0OHAPY)KeHHBIMHI TeHETHYECKUMH BapHaHTaMK Hanoostee Tspkenast opma 3a0051eBaHts C BHIPaKEHHBIMU
KIIMHUYECKUMH MPOSBICHUSMU U SMHM30/jaMH KIIMHUYECKOH CMEPTH € MOCJIEYIOIIUMY pEaHUMAalMOHHBIM MEPOIPUATHAMH, a
TaKKE 3HAYMTEIIHLHBIM yBenmueHueM uateppaia QTc, mpeppimaronimm 500 mc, Habmonanack y nanueHToB ¢ LQT2 u Heckolb-
kumu VUS. Mmmmantanmst kapanoseprepa-aeduopmuisitopa (K) norpedosanacek 14 (58,3%) nanumenram, B ToM uuncie 11
(78,56%) - ¢ uenbto BropuuHoii npodmnakruku BCC u 3 (21,4%) - ¢ 1enpto nepBUYHON MPOQHITAKTUKH.

3akmouenne. CpaBHUTEIBHBIN aHAIN3 MEXKIy pa3nuvHbiMu reHetmdeckumu tunamu LQTS (LQT1; LQT2; ma-
LHUEHTHI ¢ HeckombkuMu VUS) mokasai, 4to y nanueHToB ¢ cuaapomoM LQT1, HeCMOTpst Ha paHHIOW MaHU(ECTALUIO
3a00JIeBaHUS U HAJIMYUE CHHKONAJIBHBIX COCTOSIHUH, JOCTOBEPHO pexe, 4eM rpu apyrux LQTS, perucrpupoBanuck xus3-
Heyrpoxarouie aputmun, BCC n wacrora ummutantanuu KJ{. Haubosee tsoxenas ¢popma 3abos1eBaHMs ¢ BBIpaKEHHBIMA
KJIMHUYECKUMHU TMPOSBICHUSAMH, MU30/JaMH KIIMHUUYECKON CMEPTH € MOCIIEAYIOIUMHI PEaHUMALIMOHHBIM MEPOIPUATHSI-
mu u uMmiutanTarueit KJI, HaOmromanack kak B rpyme npodannos ¢ LQT2, tak u y maiueHToB ¢ Heckosbkumu VUS, oguH
u3 KoTopbix Haxonuscs B reHax CACNAIC win ANK?2.

KaroueBrnle cioBa: CUHAPOM YAJIMHCHHOTO HMHTEpBaJia QT, TCHCTUYCCKOC TECCTUPOBAHUC, MCHCTUYCCKUEC THUIIbI;
JKU3HCYTPOKAIOINE apUTMUN
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CLINICAL CHARACTERISTICS OF PATIENTS WITH VARIOUS GENETIC TYPES OF LONG QT SYNDROME
S.M.Komissarova', N.N.Chakova?, E.S.Rebeko', T.V.Dolmatovich?, S.S.Niyazova’
IState Institution Republican Scientific and Practical Centre “Cardiology”, Belarus, Minsk, 110b Roza Luxemburg str;
’Institute of Genetics and Cytology of the National Academy of Sciences of Belarus, Minsk, 27 Akademicheskaya str.

The aim of the study is to evaluate clinical characteristics, including adverse events and outcomes, in patients with
various genetic types of long QT syndrome (LQTS).
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Material and methods. We examined 24 patients with a clinical diagnosis of LQTS, observed in the for 5 years.
The clinical and instrumental study included registration of electrocardiography (ECG), Holter monitoring, collection of
a genealogical history with an ECG assessment of all family members and identification of cases of sudden cardiac death
(SCD) in the family or the presence of a family form of the disease, echocardiography and cardiac magnetic resonance
imaging to exclude structural changes in the myocardium. The search for mutations in the coding sequences of genes
associated with the development of channelopathy and other hereditary heart rhythm disorders was carried out by next
generation sequencing (NGS).

Results. Mutations in 4 genes associated with LQTS (KCNQ1, KCNH2, CACNA1C, ANK?2) were detected in 18 out
of 24 (75.0%) patients. Mutations in the KCNQI, KCNH2 and CACNAIC genes were detected in 14 (58.0%) patients.
In 4 out of 24 (17%) patients, two or more variants of clinical significance (VUS) were detected in the genes associated
with LQTS and hereditary arrhythmias, 6 patients had no genetic changes. The most severe form of the disease with
pronounced clinical manifestations and episodes of clinical death with subsequent resuscitation measures, as well as a
significant increase in the QTc interval exceeding 500 ms, was observed in patients with LQT2 and multiple mutations.
Implantation of a cardioverter-defibrillator (CD) was required in 14 (58.3%) patients, including 11 (78.56%) - for second-
ary prevention of SCD and 3 (21.4%) - for primary prevention.

Conclusion. A comparative analysis between different genetic types of LQTS (LQT1; LQT2; patients with multiple
VUS) showed that in patients with LQT1 syndrome, despite the early manifestation of the disease and the presence of syn-
copal conditions, life-threatening arrhythmias, SCD and the frequency of CD implantation were significantly less often
recorded than in other LQTS. The most severe form of the disease with pronounced clinical manifestations, episodes of
clinical death with subsequent resuscitation and CD implantation was observed both in the group of probands with LQT2
and in patients with several nucleotide variants (VUS), one of which was in the CACNAIC or ANK?2 genes.

Keywords: long QT syndrome; genetic testing; genetic types; life-threatening arrhythmias
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BpoxieHHbI CHHIPOM yIIMHEHHOro nHTepBana QT
(LQTS) - xu3HEyrpoxkaromuil apuTMUIECKUH CHHIIPOM,
SIBIIAIOIIMICS BeIylel MPUUMHON BHE3aNHOW cepleuHon
cmepru (BCC) y mononpIx jrozieit 1 XapakTepu3yoIuii-
cs ynnuHeHueM uHTepBana QT Ha anexkTpokapauorpamMe
(OKT'), BO3HUKHOBCHHEM CHHKOMAJIBHBIX COCTOSHHUU WIIH
OCTAaHOBKH ce€p/il[a, B OCHOBHOM, IIPOBOLUPYEMBIMU 3MO-
LUOHAJIBHBIM WM (HU3UYECKUM IepeHanpspkenueM [1].
Yacrora 3a0oieBaHusl B HACTOSIEE BPEMsI OLIEHMBACTCS
rnoBcemecTHO okoso 1:2000-2500 [2].

[Mpuunnoit LQTS sBustorcst GyHKIMOHANBHBIE W3-
MEHEHHs MOHHBIX KaHAJIOB, KOTOpBIE Yallle BCEro BbI3Ba-
HBI JIe)eKTaMU T'€HOB, KOJMPYIOIIMX IOPOOOpasyromye
a-cyosenunuisl (KCNQI, KCNH2, SCN54, KCNJ2 u
CACNA1C) nnm perynsitopuble B-cyobenununst (KCNEI,
KCNE2 n SCN4B) nonHbIX KaHaloB. 75% MyTanuii cocpe-
JIOTOYEHO B OJHOM M3 Tpex reHoB: KCNQI - okono 35%,
KCNH?2 - oxono 30% u SCN5A - oxono 10%. Eme 5-10%
MYTalMid MOTYT OBbITh IPUYUHON MYJIBTUCHCTEMHBIX CHH-
JPOMOB, BKJIOUAIOIIUX YUIMHeHHe uHTepBana QTc u
HaJM4yKie 3JI0KaYeCTBEHHBIX JKEIyJOYKOBBIX HapyIIECHUI
purma: cuaapom Tumorn (myraumu B rene CACNAIC),
cunapom Annepcena-TaBuia (myrauuu B rene KCNJ2),
a Tarxke CMHApoM AHKHMpHHA B (Myranmu B rene ANK?2).

B nacTosiiiee BpeMsi CIMCOK T€HOB, BbI3biBatommx LQTS,
pacuupeH u BkiodaeT 17 reHos [3].

KnrHnueckue xapakTepuCTHKH Hanbosiee N3y4eHbl
JUIsl IepBBIX Tpex renermdeckux tunoB LQTS. Kaxprii
13 9TUX TUIIOB UMeeT cBoM omnuuTenbubiit DKI -narrepu
ST-T, TUIWYHBIA TPUTTEp aPUTMHUYECKUX COOBITHH M Ba-
pHradenbHBIN OTBET Ha JiedeHue OeTa-aapeHoOIoKkaTopamMu
[4, 5] (Tabm. 1).

IIponomxkurensHocts uHTepBaia QTc sBuseTcs
3HaYUMBIM (DAKTOPOM PHCKA Pa3BUTHS apUTMUYECKHX CO-
obITHii. CoracHO peKoMeHaanusM skcnepToB OdmniecTsa
cepaeynoro purMa / EBpormeiickoil accoumanun cepaed-
nHoro purma (HRS/EHRA, 2011 r.) 3nauenust 99i nep-
neHTunu npogokutenbHoctu QTc, 3aBucsue ot nona,
cilenyeT CUMTaThb aHOMAJIBHO MPOJIOHTHMPOBAHHBIMU [6].
Ot10 coorBercTBYeT QTc > 460 MC 11 MAIUEHTOB MYyX-
CKOT'0 M )KEHCKOT0 I10J1a B IpenyoeprarHoM nepuone, QTc
> 470 mc nns myxuuH 1 QTc > 480 mMc ans JKeHIIUH B
noct-nmyoeprariom nepuone. Iponomkurensrocts QTc
> 500 Mc cumTaercsi KpaiiHe HEOIArONPHUITHOW KakK JUIst
MYXXUUH, TaK M Uil JKEHIIUH W acCOIMUPYETCs C pHC-
KOM Pa3BUTHS JKEJIyJOUKOBOHM Taxukapauu «torsades de
pointes» (TdP) [6]. OnHako MPOJIOHTHPOBAHUE UHTEPBA-
na QTc na OKI He Bcerna umeet mecto. Tak, B uccieao-
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Banuu Silvia G. Priori u coapr. [7] 3HaYcHHE UHTEpBaIa
QT B mpenenax HOpMaJIbHBIX 3HAUEHUHN 3apEeruCTPUPOBa-
HO Yy 36% nmanuenTtos ¢ LQTI1, y 19% nauuentos ¢ LQT2
ny 10% nanuentos ¢ LQT3.

IIponomxkurtensHocts QTc Mongynupyercs reHoOTH-
nom LQTS u nonom. [anmenTs! xeHckoro mosia ¢ LQTS2
U nanueHThl Myxckoro noja ¢ LQT3 ¢ QTc >500 mc noxa-
BEPraloTcsi HauOOJIbIIEMY PUCKY apUTMHYECKHUX COObI-
TUH B MEPUON OT poxaAeHUsd 10 40 JeT npu OTCyTCTBUU
Tepanuu [8].

BrisiBrieHa B3aMMOCBSI3b MEKLY T€HOTHIIOM U TPUT-
repaMu apuTMHYecKux coObITuit [9]. Tak, OOJIBIIUHCTBO
coObITHi y manmentoB ¢ LQT1 npoucxonuino Bo Bpems
(u3nyeckoll Harpy3Ku WJIM CTpecca, BhICOKOCTIENH(pUY-
HBIM TPUTTEPOM sABJseTCs MnaBaHue. [Tanuentsr ¢ LQT2
Ype3BbIYaHO YYBCTBHUTENIBHBI K CTPECCY, BHE3aITHBIM
CIIyXOBBIM CTHUMYJIaM, TaKHM KaK HCOXXHJAHHBIA TPOM-
KMH 3BYK, TeJe(OHHBII 3BOHOK. BOJBIIMHCTBO COOBI-
tuit mpu LQT3 mpoucxoaunu, korna MaUeHTH! CHATIH
WIM HaxOJWJIUCh B COCTOSHUHU mokos. HecnocoOHoOCTh
nntepBasia QTc amantupoBarbest K Oojiee BHICOKOH Ya-
CTOTE CEpJEYHBIX COKpAIlEHUN MNPUBOJUT K BBICOKOMY
PHUCKY MOCTAEMOIAPU3ALUH, KOTOpasi MOXKET MPUBECTU K
passuturo TdP [10]. 3To MOXeT OBITH OYCHB OMACHO JJIS
nauueHToB ¢ LQT1, y KoTopbIX BHE3amHOE YBeJIMYEHHE
YaCTOTBI CEPJCUHBIX COKPAIICHUH ¢ HapyIIEHUEM yKOpo-
yeHust QTc ciocoOcTByeT pasputuro hpernomena R-on-T u
BO3HUKHOBEHUIO kenmynoukoBoit Taxukapaun (KT) / dpu-
OpmiLsiumy sxenynoukoB (DXK).

CyliecTByIOT 4eTKHe JoKa3arenbeTBa (pdexTruBHO-
CTH JiedeHus1 OeTa-0JIoKaTopaMu B 3aBUCHMOCTH OT I'€HO-
tuna LQTS. Tak, mauuentsl ¢ LQT1 xopoiio pearupyror
Ha JedyceHue Oera-Omokaropamu [1]. IIpu 3ToM HecobOmto-
JICHUE PEeKMMa JICUCHHUS SIBIISIETCsl Hanboliee BayKHOW TpH-
YHHOW apUTMHUYECKHUX COOBITHH, IPOUCXOJISIINX BO BPEMSI
nedenus [11]. Tlo cpaBuenuto ¢ LQT1 nmamuentst ¢ LQT2
HMMEIOT OOJIBIIIC OMACHBIX JJIs )KU3HU coObITHI (6-7%), He-
CMOTpsL Ha JedeHue Oera-Omokaropamu [12], TeM He Me-
Hee, OHU OCTAIOTCS MperapaTaMy epBoi JTMHUY JJIS TOTO
tuna LQTS. Coobmaercs, uro cpeau mamuentos ¢ LQT3
apuT™Mudeckue coobitust npoucxonsat vame (10-15%) Bo
BpeMmsl JieueHus: Oera-Onokaropamu [12], Tak kak Opanu-

3aBUCUMbIC apuTMuH 1ipu 3TtoM tune LQTS BcTpeuatorcst
qamie. Tepamnus OJIOKATOPOM HATPHEBBIX KAHAJIOB, TAKHM
KaKk MCKCHJICTUH Oosiee 3 (HEeKTUBHO yKOpauMBacT UHTEP-
Basi QTc u ymyumaer nporuos y naruentos ¢ LQT3 [1].

B umenom, uwHTerpamus WHPOpPMAIMH O TCHOTHUIIC
LQTS ¢ kIMHUYECKMMM XapaKTePUCTHUKAMHU IO3BOJISET
VAYYIIUTh CTPATU(OUKAIIMIO PUCKA IKH3HCYTPOKAIOIINX
APUTMHUYCCKUX COOBITUH U SIBJISCTCS MPUMEPOM YCIICIITHO-
ro jeuyenust nanueHtoB ¢ LQTS ¢ yuetom ero renorura.
OjHaKo, B3aMMOCBSI3b TCHOTHIIA U (DEHOTHUIIA TIPU PEIKUX
TCHETHYCCKUX BapHaHTaX 3TOro 3a00JICBaHMS U3yUYcHA He-
JIOCTaTOYHO.

enp uccnenoBanus - OUEHUTH KIMHUYECKHUE XapaK-
TEPUCTUKH, BKJIFOYAsi HCOIATOMPHUSITHBIC COOBITUS U UCXO-
JIbl, Y TAIIMEHTOB C Pa3IUYHBIMU [€HETUYECKUMU THITAMU
LQTS.

MATEPHUAJ U METOJbI
HCCIEJOBAHUA

B uccrenoBanne BKIIOYCHBI 24 TAIMeHTa ¢ Tep-
BUYHBIM JIMarHo30M CHHAPOM YIJIMHEHHOTO HHTEpBaJa
QT. KimHUKO-HHCTpYMEHTAIFHOE HCCIEIOBAHNE BKIIIO-
gano peructpanuio DKI' B 12-Ti oTBemeHUSIX, CYTOYHOE
morutopupoBanue DKI' (CM 3KI'), mpoBeneHue >HIO-
KapAHaIbHOTO 3JIEKTPO(PHU3NOIOTHIECKOTO UCCISTOBAHNS
(O®HN) mo mokazaHUAM, COOp TEHEAIOTHYECKOTO aHaM-
Hesa ¢ onenkoil DKI' Bcex 4jIeHOB CEMBH C BBIIBICHUEM
ciryqaeB BCC B ceMbe WM Hajgmdue ceMeiHON (PopMBI
3a00NIeBaHUs.

Mo mamabmM DKI' olleHWBaNHChH CIIEMYIOIINE IMapa-
MeTpel: dactota cepaeunoro putma (YCC), xoppurupo-
BaHHEI nHTepBaT QT (QTc), Mopdoiorus U ansTepHAIHS
3yoma T. MaTepBan QT u npeamecTBYOMMA eMy HHTEPBaT
RR m3mepsimch BpydHyIO HE MEHEE, 4YeM B TPEX IMOCIIEN0-
BaTEJILHBIX KAPJHOUNKIIAX C PACYETOM CPEIHHUX 3HAYCHUH.
Oxonuanue 3yona T ompenensii Kak MEecTo IepecedeHHs
KacaTelIbHOM, IPOBEACHHON 110 MaKCUMaJIbHOMY HAKIIOHY
HUcxosen BoaHbl T ¢ u303nekTpudeckor jaunued T-P;
3y6usr U He BKIIIOYAINCh B PACUET, €CIIM OHM OTIIMYAIINCh
or3ybma T [13]. QTc paccuntsiBancs mo popmyne bazerra.
Juarnoctmueckue kpurepuun LQTS omenmBamm mo moau-
¢unmposanHoii mkane P.J.Schwartz u coasr. (2011) [14].

Taonuuya 1.
Bzaumoceasv zenomuna u penomuna npu LOTS
Yacrora 6eccum- | DaxTopsl prucka aputMuueckix | O heKTUBHOCTD
l'enotun OKT -mattepu . PEIp P . b
IITOMHBIX HOCUTEINEH COOBITHIH neyenus bb
Ymmaerne uaTepsana QT ¢
BBICOKHM 3a0CTPEHHBIM 3yOLIOM dusnveckas Harpy3Ka win
LQT1 p Y 30% [6]. Py Bricokast.
T [4]; HapyIIeHME amanTaIy H- cTpecc, miasanue [7].
TepBana QTc k Taxuxapauu [5].
VYnnunenue unrepsana QT ¢ Crpecc, CllyXOBble CTUMYJIS-
YETKOH U THIIMYHOH BbIEM- TOpBI (BHE3AITHBIH IIyM, TeJle-
LQT2 xoii Ha 3youe T. HopmanpHas 19%. (hOHHBIIT 3BOHOK, BHE3AITHOE CHikeHa*.
ajanranus uarepsasa QTc k poOy>XJIeHUE) B COCTOSTHUN
TaxuKap/ny. MIOKOSI; dKEHCKUH MOJL.
T'opH30HTANBHO YITMHEHHBIH Bo CHE HIH B COCTOSHIMN
LQT3 cermeHT ST ¢ nByx¢a3HbIM 3y0- 10%. . Huzkas*.
TIOKOSI; MY>KCKOI1 ITOJI.
oM T ¢ no3gHUM HayaIoM.

[Ipumedanue: Bb - 6era-agpenodmokaropsl, * - mo cpaBHenuto ¢ LQT1 [8].
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JIist MCKITIOUEHMsT CTPYKTYpPHBIX HapyLIICHHUH MHO-
Kap/ia MpOBOJIMIIN dXOKapauorpaduieckoe uccie10BaHe
Ha arnmapare 1E-33 ¢upmbr PHILIPS cornacHo neiicTByro-
LIMM PEKOMEH/IAIUSIM.

ITpu CM DKI ounenuBanu cpenuioro YCC 3a cyTku,
BEJIMYMHY YCPEIHEHHOT0, MaKCHMaJILHOTO U MUHHUMAJIb-
Horo uHTepBasna QTc Hanmuume/oTCYyTCTBHE aJbTEPHALMH
3youa T, comyTcTByrolue apuTMuu. JKeay10uKoBbIi reHe3
aput™Muu OblT monrBepykaeH nanHeiMu CM OKI, peru-
ctparueil OKI' Bo Bpems mpucTyma, B psijie ciaydaeB Mpu
MIPOBEICHUH HI0KapAnaibHoro DDU.

Tect ¢ (u3nMYeCcKOil HArpy3KOH Ha BEIOIProMETpe
Shiller ERGOLIM/LODE c¢ kontponem OKI' B 12 otBe-
JICHUSIX TIPOBOAWIIM TIPH HEONPEJENICHHBIX 3HAYCHUSX
QTc B mokoe ¢ memnbto yrouneHus quarHosa [14]. I[Ipoba
OCYILECTBIIANACH 110 CTAHJAPTHOMY MPOTOKOIY 10 AOCTH-
xenust YCC 170 yn/muH nnm nosieienust yeranoctu. DK
MIPOJOIDKATIM PETHCTPUPOBATh B TEUEHUH 5 MUHYT MOCIE
MpeKpalieHuy Harpy3ku u oneHuBanu QTc Ha 4 MuHyTe
BOCCTAHOBHUTEIBHOTO MEPUOJIA.

[Touck mMyTanuii B KOAUPYIOUIMX MOCIEI0BATEIbHO-
CTSIX T€HOB, aCCOLIMHPOBAHHBIX C Pa3BUTHEM KaHajoIa-
THUH M JPYrUX HAcJEACTBEHHBIX HapyLICHUI CEepleyHOro
pHUTMa, MPOBOAWIN METOJOM BBICOKOIPOU3BOIMTEIHLHOTO
cexkBeHupoBanuss (NGS) Ha TreHEeTHYeCKOM aHalln3aro-
pe MiSeq (Illumina). ITpobomoaroroBky 00pasoB ocy-
HICCTBISUIM ¢ Ucmoyib3oBanueM Habopa TruSight Cardio
Sequencing Kit (Illumina). AHHOTHpPOBaHUE PE3yNILTATOB
CEKBEHUPOBAHMs MPOBOJMIACH C [TOMOIIBIO MPOTPaMM-
Horo obOecrieuenuss ANNOVAR [15]. Hurepnperanms
MaTOTeHHOCTH HOBBIX M PaHEe OMMCAHHBIX T'€HETHYECKUX
BapUAaHTOB OCYIIECTBIISUIACh COMIACHO PEKOMEHAAIUSIM
AMepHKaHCKOro od1iecTBa MeJUIMHCKON reHeTukn 2015
r. [16]. JIluarHOCTHYECKA 3HAYUMBIMU CUYMTAJIHM IMaTOTCH-
nele (V knacc) u BeposiTHO narorenHsie (IV kiace) reneru-
YeCcKHe BapuaHThl. B aHann3 TaHHBIX OT/IENIBHO BKIIFOYCHBI
BapUaHThI C HEOIIPE/ICIICHHOH KIIMHIYECKOW 3HAUUMOCTBIO
(VUS, III xnacc maroreHHOCTH) B reHaX, acCOLMMPOBaH-
HBIX C HACJI/ICTBEHHBIMU HApyIICHUSIMHA PUTMA.

Cmamucmuueckuit ananus

CpaBHEHHE JIByX HECBSI3aHHBIX MEX/y CO0O0I rpymnm
110 KOJIMYECTBEHHBIM IPH3HAKAM OCYLIECTBISUIOCH C UC-
M0JIb30BaHueM Hemnapamerpudeckoro U-kputepust Man-
Ha-YuTHU. CTaTUCTUYECKU 3HAYUMBIMHM CUUTAIH Pasiiu-
ynst pu p <0,05.

HOJYYEHHBIE PE3YJIbTATbBI

VYV 18 u3 24 (75%) manueHTOB BBIABICHBI BapHAHTHI
HyKJIeoTuaAHOM nocienosarenbHocty I1I-V kiaccos na-
toreHHoCcTH corntacHoO ACMG2015 kputepusm B 4 reHax,
accoruupoBaHHBIX HermocpenctseHHo ¢ LQTS (KCNQI;
KCNH?2; CACNAIC; ANK?2). I3 HHX AWarHOCTHYECKH
3HaYMMBIMH MyTanusmu IV u V kiaccoB Oputo 14 Ba-
puanToB: (KCNQI - 8 myrammit;, KCNH?2 - 4 mytanuuy,
CACNAIC - 2 mytammn). 4 HyKJICOTHIHBIX 3aMEHBI B Te-
HaXx CACNAIC u ANK2 Opun BapuaHTaMH C HEOIIpesie-
nerHo# 3HaunmocThio (VUS, III knacc) u oOHapyKeHBI B
COYETAaHUM C JIPyTUMHU PEAKMMH BapHaHTaMHU B I'eHax, ac-
COIIMMPOBAHHBIX C HACIIECTBEHHBIMU HAPYIICHUSIMU PUT-
Mma: 1) ANK2 n KCNEI; 2) ANK2 u SNTA1; 3) CACNAIC
n KCNH2; 4) CACNAI1C, SCN3B u DSG2. 'Y 6 (25,0%)
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MalMeHTOB ¢ KIMHUYecKuM auarHo3om LQTS orcyTcTBO-
BaJIM KaKHe-THO0 reHeTHYECKUEe U3MCHEHUs (Tao. 2).

B Tabn. 2 npencrapieHa KIMHUYECKas XapaKTepH-
CTHMKa TPeX IPYMIl NallMeHTOB: |- TpyIIa ¢ AnarHocTHye-
CKH 3HAYUMBIMU MyTanusiMu [V-V kaccoB nmaToreHHOCTH
(n=14), BKJrOYarOmas MOATPYMIBI C Pa3JIMYHBIM TEHe-
THUYECKU AeTepMHHUpoBaHHbIM TunoM LQTS (1-1 mox-
rpynna - LQT1; 2-s1 noarpynna - LQT2; 3-1 noxrpymnna -
LQTR); 2-a rpynmna - manueHTtsl ¢ HeckonbkuMu VUS B
reHax (n=4), acCOLMUPOBAHHBIMHU C HAPYLICHUSIMUA PUTMA)
1 3-s1 TpyNIa - FeHOTHI-OTPUIIATEIbHBIC TTAMEHTHI (N=0).
Menuana Bo3pacTa Ha MOMEHT IOCTAHOBKH AMartosay 14
MalMEeHTOB C TeHETHYeCKU moaTBepxkaeHHbM LQTS co-
crapisuia 26,4 [12; 43] net, Toraa Kak y MaiydeHTOB C JIBY-
Mma VUS - 37,5 [33;45] ner, (p=0,04, B cpaBHeHuu ¢ 1-oit
IPYNIIOi) M y manueHToB 0e3 myranui - 35,5 [22;46] ner
(p=0,04, B cpaBHeHuu ¢ 1-oii rpymmnoii). CpaBHUTEIbHBIN
aHaJIM3 TI0JIOBOM MPHUHAJUIC)KHOCTH B ATUX IPYIIIAxX IOKa-
3ai1, yto y nmauuentoB LQT1, LQT2 u LQT8 ¢ ognoii mato-
TeHHOW MyTanuell npeBanupoBal »xeHcKuil non (85,7%),
IIpU ATOM B rpymmne ¢ Heckoinbkumu VUS tpoe u3 4 Obun
MYXYMHAMH, @ y TCHOTHUI-OTPUIATEIbHBIX MAI[HEHTOB CO-
oTHoMICHHE 1M0JI0B ObLTO 1:1. [IpoIOIKUTETFHOCTS HHTEP-
Bana QTc npesbimana 500 mc y 50% namnuentoB ¢ LQT1
n Heckonbkumu VUS, u y 100% c LQT2. IIpogomxku-
TenbHOCTh uHTepBasa QTc < 460 mc Obula ompenerneHa y
12,4% nanuentoB ¢ LQT1, y 25% c Heckonpkumu VUS u
y 17% reHoTun-oTpuLaTeNbHbIX ManueHToB. Y 87,5% (21
n3 24) MAIMEeHTOB HAOIIONANIUA SMU30bl CHHKOMAIBHBIX
cocrostuui, y 29,2% (7 u3 24) 3aperucrpupoBana BCC B
cemeitHom anamHuese. Mudopmarus o BCC ¢ ycrneniHoi
peaHMMaIed WM OCTaHOBKE Cep/lla C UMIUIaHTauuei
kapaunoseprepa-aepuopmuitopa (MK) Obia nokymen-
tupoBaHa y 13 u3 24 (54,2%) nabmonaeMbIX alMEHTOB, B
2 (8,3%) cayuasx ycranosneH K] ¢ 1enbro nepBUYHOM
npodumiaktuku BCC. ITpu LQT2 B 50,0% ciyuaes peru-
crpupoBain BCC B cemeiiHoM aHamHe3e, 4To ObUIO B 4
pasa Oosnbrre, yem npu LQT1 (12,4%) n B 2 pasa Bbile
[0 CpaBHEHUIO ¢ rpymmnoi ¢ Heckoiabkumu VUS (25%).
IIpu 3TOM OOpariaet Ha ceOst TOT (PaKT, YTO B TPYIIIE re-
HOTHUI-OTPHUIIATENILHBIX MMALMEHTOB YacToTa ciaydaes BCC
B CEMEHHOM aHaMHe3e TakKe OblIa JOCTaTOYHO BHICOKOW
u cocrasuia 50,0%. B a10i1 e rpynme y Bcex npoGaH 0B
BosHuksa BCC ¢ mocneayroieit ycrnenHon peanumanuen
n uminiantanuen UKJ[ ¢ menpio BropuyHOW mpoduiak-
tuku BCC. YKuzHeyrpoxaromye apuTMUIecKue COOBITHS
(BCC c ycrnemHo#t peanumanueii, ycroiunsas JXXT, ocra-
HOBKa Cep/1ia) B 3 pa3a pexe pa3BUBAIKCH Y POOAH/IOB C
LQT! no cpaBHEHUIO C APyTUMHU IPYyNHIaMH.

[Ipu cpaBHEHNU KIMHUYECKUX MPOSIBICHUIT 3a0071e-
BaHUs cpeau noAarpymnns! nanueHToB ¢ LQT1 tombko y 2
(25%) manmentoB (NeNe 1 u 7) ¢ maToreHHBIMU MYTaI[Us-
MU B 5-oM (p.Vall27Met) un 6-om sk30Hax (p.Glyl179Arg)
rena KCNQI nabmonanacek Tshxemnasi hopma 3a00sieBaHUS
(Tabim. 3). Y obeux mamnueHTOK 3a0osicBaHHe MaHH(ECTH-
pOBajio ocTaHOBKOW cepana mu3-3a pazutus KT/DXK Bo
BpeMsi pusnuecknx Harpy3ok. IlanmeHTky ObUM yCTIEITHO
peaHuMUpOBaHbl ¢ nocienyrome ummnantanuen MK,
B anamue3e y 00eHx ManueHTOK ObBUIA CHHKOIAIBHBIC CO-
CTOsIHUSL B Bo3pacTe 24 u 12 neT; B ceMelHOM aHaMHe3e
nanuentku Nel 6buta BCC y Onmskoro poncrBenHuka. Ha
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OKTI' B mokoe Ob10 3apeructpuposano yumHenue QTc
J0 520 mc 1 620 MC, COOTBETCTBEHHO. Y TpeX MalUeHTOB
(NeNe 3, 4 m 5) ¢ BeposiTHO maroreHHbIMU MyTanusmu (IV
kiacc coracHo kputepusim ACMG2015) B rene KCNQ!
TeyeHne 3aboieBaHMsl ObUIO Oosiee OmaronmpusTHBIM 0Oe3
pa3BUTHS TEMOAMHAMUYECKH 3HAYMMBIX JKEITYIOYKOBBIX
ApUTMHI C HE3HAYUTENbHBIM yIuHeHneM nHTepBana QTc
(450 mc; 465 mc; 480 MC COOTBETCTBCHHO) IO JaHHBIM
OKT B nokoe. marno3 LQTS Obl1 ycTaHOBICH HAa OCHO-
BaHWW PE3yJIbTaTOB TECTA C HArpy3Koil (3aperncTpupona-
HO yuinHeHue QTc Ha BBICOTE Harpy3Kku U Ha 4-ii MUHYTe
BOCCTAaHOBHUTEIBHOTO nepuoga a0 485 mc; 500 mc u 516

. @1 10 MM/MB; 50 mmic; @50; 35 Dax

aVR

aVF/

13

MC COOTBETCTBEHHO) W OIICHKH BeposTtHoctd LQTS mo
mkane P.J.Schwartz u coaBt, koTtopast cocraBuna 4,5; 5;
5 cyMMapHBIX Oajiia COOTBETCTBEHHO. Y MarueHTKH Ne§
oOHapy)KeHa HOBasl JICNCHHUS CO CIBUTOM PaMKH CUHUTHI-
BaHU U 00pa30BaHUEM IMPEIKIACBPEMEHHOTO CTOI-KOJIOHA
c.1233delA/p.Lys411Asnfs*8 B rere KCNQI. Cunko-
MAJTBHOC COCTOSIHUE Y TAIUCHTKH MaHH(ECTHPOBAIO B
Bo3pacte 34 roma. Ha DKI moxkos (puc. 1a) muTenbHOCTD
nnrepsana QTc ne npesbimana 440 mc. IIpu Tecre ¢ pu-
3UYECKOI Harpy3kol Ha BBICOTE HAarpy3kd W Ha 4-i Mu-
HyT€ BOCCTAHOBHUTEIILHOTO MEpUOJa 3aperuCTPUPOBAHO
yumaenue QTe 1o 475 Mc u 10 535 Mc, COOTBETCTBEHHO
(puc. 16). Ouenka BeposSTHOCTH
LQTS no mkane P.J.Schwartz n
coaBT. cocrtaBmwia 4 Oamma. Ha
OCHOBAaHMM  BBIIIEYKa3aHHBIX
JAHHBIX OBLT YCTaHOBIICH Ha-
rao3 LQTS. Tlanuentke Ha3Ha-
4YeHa Tepanus 0eTa-0I0KaTopoM
(nponpanonon 40 Mr no % Ta-
Onerkn 2 pa3a B JicHb) 1 Ha hoHe
JICUEHUs] CUHKOIAJIbHBIE COCTOSI-
HUSl HE PELUUBUPOBAIIH.

Y Bcex MalUeHToB C
LQT2 obnapyxkeHa mpomnoi-
xkutenbHocTh QTe =500 mc ¢
CHUHKOMAJIBHBIMU COCTOSIHUSIMH.
VY JByX U3 HHX 3aperucTpu-
poana BCC Ommskoro poa-
CTBEHHUKa B CEMEHHOM aHaM-
He3e. Y manueHToK Ne 9 m 10
¢ MyTauusMu V Kiacca B TeHe
KCNH?2 3aboneBanue MaHHU(e-
CTHPOBAJIO OCTAaHOBKOW cepaua
BesrenictBrue pazuths JKT/DXK

C YCIEHIHOW peaHHManued u
HOCIeAyIoIeld  MMIUIaHTalM-
e UK. V mamumentku No 12

CHHKOITAJIBHOC COCTOAHHEC Ma-

HUdecTHpoBano B Bo3zpacte 34

roza Ha (I)OHC OMOIUOHAJIBHOI'O

cTpecca, oOyciosiaenHoro BCC

CECTPHI - OTHOSHIICBOTO ONH3-

HEa B MCpUoa 6ep€M€HHOCTI/I.

Ha OKI' 3aduxcupoBaHo ymim-

Henue unrepBana QTc go 623

Mc. Onenka BepostHoctu LQTS

o mkane P.J.Schwartz u coasr.

coctaBmia 5,5 Oamita. YUUTBI-

Bast BCC y cectprI-Onn3Hena B

9TOM K€ BO3pacCTC, YMIMHCHUC

nntepBasa QTc 1o 623 Mc mpu-

HATO pCHICHUC 00 HMILIaHTaluu

nanuentke K. Ilpu reneru-

YCCKOM TCCTUPOBAHHU o0OHa-

FH

Puc. 1. KT noxosa (a) npooanoa Ne8, scenuyunvt 34 nem, 3apecucmpuposan QTc
440 mc, IKT npu mecme ¢ nazpysroii (6) na 4-it munyme 60ccmanosumenbHO20

nepuooa 3apezucmpuposan QTc 531 mc.

pY)XeHa TaTOreHHas MyTaluen
p-Tyrd75Cys (rs199472907) B
rene KCNH2. ]JlanHas MyTa-
must B 6aze ClinVar mpencras-
nena xkak VUS, B npyrux 6azax
(HGMD, LOVD) ona 3aperu-
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CTpUpPOBaHA KAaK JUAarHOCTUYECKHU 3HauMMas. Pe3ynbrarsl
MIPOBE/ICHHOTO CETPETaliMOHHOTO aHajlIu3a MOATBEPAUIN
MaTOreHHYI0 3HAYMMOCTh 3TOTO BapHaHTa: MyTalus oOHa-
pyxeHa y cectpsl ¢ UK/l u nouepu ymepiiei >keHIIUHBI C
knuHUYecKumu nposisieHusivu LQTS.

VY nByx narueHTok (NeNe 13 u 14) Obutn oOHapyKe-
Hbel MyTtaimu V-V xnaccoB B rene CACNAIC. Tsaxenast
KapTHHA 3a00J1€BaHMs C PELUIUBUPYIOIIMMH CHHKOIAIb-
HBIMU COCTOSTHUSIMH, C 3MHM30/I0M OCTAHOBKH Cepla, Mo-
TpeOoBaBIIel MPOBEACHUSI PEAHUMALMOHHBIX MEPONPHS-
THI 1 nocnenytomeit umrutanranueid MK/, nadmonanack
y naruentku Ne 14 ¢ marorenHoil myTtanueit ¢.2573G>A
(p.-Arg858His) B 8 ak3one reHa CACNAIC (tabn. 2). Ha
OKT perucrpupoanu yjuinHeHue natepsaia QTc no 550
MC M OTpHUIATeNbHBIN 3y0oen T ¢ IUPOKMM OCHOBaHHEM B
otBesieHusix V2-V5 (puc. 2). B TeueHue 8 net y nanueHT-
KM TPWXJIbI pa3BuBaNnCh BepereHooOpasHeie KT (TdP),
xynupyemsle K], nBaxxas! BeimonHeHa 3amena MK/, B
HacTosiIIee BpeMs ITPOI0IDKACT JeueHHe OeTa-0I0KkaTopoM
(wamomon 80 mMr/cyT).

VY manuentku Ne 13 ¢ eAMHCTBEHHBIM, HE OMHCAH-
HbIM paHee, BapuantoMm c.2053C> T, (p.Arg685Trp), na-
TOTEHHBIM IO IPETUKTOpaM in silico 1 JIOKaIn30BaHHOM B
o0JiacTH Pyrux matoreHHbIX MyTaiwii B rene CACNAIC,
3abosieBanne MaHudecTrpoBao B Bozpacte 21 rox mpe-
CHHKONAJIBHBIM COCTOSIHUEM M AMU30[aMHU HEYyCTOWYNBON
monomopduoi XKT. Ha cepun DKI' m3menenust mopdo-
morun 3youa T u ymnmunenus unrepsaina QTc He 3aperu-
ctpupoBano (QTc 420-440 mc). [Ipu npoBecHUH BEIOIP-
roMeTpuu 3apeructpuponano yamHenue QTc go 495 mc
Ha BBICOTE Harpy3kKH U B BOCCTAHOBUTEIBHOM MEPUOJIE J10
485 mc. Ilpu BBeneHNU U3aApUHA BO BPEMs MPOBEICHUS
JIMArHOCTUYECKOTO dHAOKapauaabHoro DPU mapokcus-
MoB ycroiunBoii KT unaynuposano He Obut0. C yuerom
OTCYTCTBUSI CHHKONAJBbHBIX COCTOSIHUH, IapOKCH3MOB
ycroifuuBoit KT HpUHATO pelieHue BECTH MNAIMEHTKY
KoHcepBaTuBHO. HasHaueHa Te-
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MAlMeHTOB C MHOXKECTBEHHBIMH 3aMEHaMM HaOJIoaoch
TsKeJI0e TeueHue 3aboeBanus (Tadm. 3). Haubonee Tske-
nast KapTuHa 3a0oseBaHus ¢ yaauHeHneM uHTepBana QTc
710 500 Mc, anM301aMu CUHKONATIBHBIX COCTOSIHUH, pa3BU-
tueM JXKT/DXK ¢ ycnemHoii peaHuManmeil 1 MMIUIaHTAIH-
eit UKJ1 nabmonanace y nanuentku ¢ VUS B 19 sk3one
reHa CACNAIC B coueTaHun ¢ HOBOI 3aMeHON C.49A>T
(p.Argl7Trp) B rene KCNH2. Y nanenrta ¢ VUS B 40 3k-
30He reHa CACNAIC B coueTaHUU C PEIKUMH 3aMEHaMU
B redax SCN3B u DSG2, nabaronainch 4acThle SIMHU30/bI
HeycToitunBoi JKT M 3/10Ka4ecTBEHHON >KeTylT0uKOBOM
HKCTPACUCTOJINH, BBINOJIHEHA paJUOYacTOTHAs aOIsIus
HKTONMYECKUX OYaroB M Ha3HAuYCHO JiedeHue OeTa-Onoka-
TopoM (Metorposion 100 mr/cytku) (Tadm. 3).

Bapuanrsl ¢ HeonpezeneHHoi 3naunmoctsio (VUS)
B 15 u 38 sx30Hax reHa ANK2, KOAUPYIOILIETO aJalTePHBIH
0eJIoK 13 ceMelicTBa aHKMPHHOB, PaHEE aCCOLMMPOBAHHBIM
¢ pazsutue LQTS Tun 4, B coueTaHuu ¢ TOMOTHUTEIbHBI-
Mu MyTauusmu B reHax KCNQI u SNTA1 BoisiBieHbl y 2
HEpOJICTBEHHBIX MPOOaHI0B My»xckoro nona [17]. Oba na-
IIMEHTa HE UMEJH OTSTOIIEHHOTO CEMEHHOro aHaMHe3a 1
yunHenus uatepsana QTc Ha cepun IKI' (Mmennana QTc
407,5 [375;440] mc). Onenka BepostHoct LQTS 1o mika-
ne P.J.Schwartz u coasr. cocrasuna 5,0 u 5,5 6amna. Y na-
IIMEHTOB HAOIIOAAINCh PEIUANBUPYIOLINE CHHKOTIAIbHbIC
cocrostausi, pazsutue JKT/DXK, Tpebyrommx peaHumau-
OHHBIX MeponpusTuii u umrutantauuu UK/1. Y 43-netnero
npobana ¢ 3ameHamu B reHax ANK2 u SNTA1 3a nepuon
8-JIeTHEro HAOIIOACHUSI TPYIKIBI Pa3BUBAINCH OIUMOP (-
ubie XXT/DXK, xkynupyembie MK/, Tprokab! BeIoNHEHA 3a-
mena UK/ (Tabmn. 3). B Teyenue nocieaHux JieT SMu30/10B
CHUHKOMAIBHBIX COCTOSIHMN U MOBTOPHBIX mTopmoB UK/,
MPUBOSIINX K PEAHUMAI[HOHHBIM MEPOIPUSITHSIM, HE T10-
BTOPSLIOCH.

Mpbl 00HapyXWiM, 4TO MAlMEHTHl C HECKOJIbKUMHU
VUS B renax, acCOLIMUPOBAHHBIX C HapyIIECHUSIMU PUT-

pamus  Oeta-Oimokatopom  (Me-

7603

78 L

tonposnon 100 mr/cytku). Ilpu
KOHTPOJIBHOM  0OCJIC/IOBAaHUU
CHHKONAJbHBIX COCTOSHUH HE
orMmeueHo, yanuHeHust QTc Ha

OKT He 3aperucTpupoBaHo.

Hu y Koro u3 maiueHToB
¢ HaOmrogaeMbIMU T€HETHYEC-

KMMH BapuaHTaMH, BKJIIOYas

NaTOTCHHYIO MyTallulo U HOBBIH

BapuaHT, HEC OTMCUYCHO CHUHJIAK-

THUJINM, KOTHUTUBHBIX Hapymic-

HUH, JHIeBoro gucmopdusma
WK IPYTUX HEKapAHAIbHBIX Xa-
PAKTEPUCTHK, YKA3bIBAIOUIUX HA

cuHApoM TUMOTH.

CoueTaHue  HECKOJIBKUX
HYKJIEOTUAHBIX BapuanToB VUS

B pa3HbIX rcHax, aCCOUMUpPOBaH-

HBIX C apUTMUSIMH, OOHAPYKEHO
y 4 (17%) naumeHTos, pu TOM

‘A  ExtEEEERE B

y 2 mpobaHIOB OJIHA W3 3aMEH
obuta B reae CACNAIC, y 2 ipo-
Gaugos - B reue ANK2. YV Bcex

Puc. 2. 9KT npobanoa Nel4 nocne ocmanoexu cepoua: 3apecucmpuposan QTc
550 mc u wiupoxue ompuyamenvnoie 3youvt T 6 omeedenunx V2-V5.
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OPUT'MHAJIBHBIE UCCIIEJJOBAHM A

Ma, HECMOTPsI Ha HE3HAUUTEIbHOE YUIMHEHUE UHTEpBaja
QTc (460 [440; 460]) mc, OMAIAIOIICE B «CEPYIO 30HY»,
HMEIH BBICOKUH PHUCK JKU3HEYTPOKAIOIINX apUTMHUECKHIA
COOBITHH, TAKOW K€, KaK M TMAlUEHTHI C MyTallUsIMH B TCHE
KCNH?2 (LQT?2). Tak, 3a nepuo HaOmoaeHUs y 5 U3 6 na-
nueHToB (80,0%) ¢ Heckonpkumu VUS n'y 3 u3 4 (75,0%)
nanuentoB ¢ LQT2 3aperucrpupoBansr XKT/OXK ¢ num-
mnantanueit UK/, Torna kak toneko y 25,0% nanueHToB
¢ LQTI, kak yke ymOMUHaJIOCh BBIIIE, UMETHCH KU3HE-
yrpOXKaroue apUTMHYECKHE COOBITHSL.

HeoxxunanHo Tspkenoe TedyeHHe 3a0oieBaHUs C
pasButueM JXKT/®X n umnnanramms UMKJ] perucrpupo-
BAINCh Yy BCEX O TEHOTHI-OTPHIATEIBHBIX MAIMEHTOB,
HecMOTpsl Ha norpanuyHele 3HaueHus QTc (Meaunana 471
[462,5;477,5]) mc. Onenka BepositHocTr LQTS 1o mikane
P.J.Schwartz u coaBt. cocraBmia ot 5,5 10 6,0 cyMMapHbIX
6ama. Kpome Toro, y nojOBUHBI U3 HUX B CEMEHHOM aHa-
MHe3e nMenack BCC y poiCTBEHHUKOB, UTO YKa3bIBaJIO Ha
SIBHO HACJICJICTBEHHBIN Xapaktep 3aboseBaHus (Tadm. 3).
Bo3MoxHO, 0TCyTCTBHE TEHETUUECKUX HAPYILICHUH Y 3TUX
TMAIIMEHTOB MOXKET OBITh CBS3aHO C JIOKAJIM3aMel THarHo-
CTHYECKH 3HAYMMBIX MYTallUi B OOJAacCTH WHTPOHOB WIIN
B JpyruX TeHaX, He BOIIEALINX B HCCIEIOBATEILCKYIO
TaHe b, JM00 3TO OBUTM OOIIMPHBIE JICICIHH, BbISBICHHE
kotopbix MetogoM NGS 3arpynHeHo. OTaUUUTENBHON
4YepTol ATOM TpyHmbl, a Takke MAIIeHTOB C HECKOJIbKHU-
Mu VUS, Kak yke yIIOMHUHAJIOCh BBIIIE, ObLIIO OTCYTCTBHE
TeHJICPHBIX pa3IM4uil, TOrJa Kak KIMHUYECKHE MpOosiBIIe-
Hust LQT1 u LQT2 HaOnromamich B OCHOBHOM y TAIMCH-
TOB EHCKOTO I10J1a.

OBCYXJIEHUE MOJYYEHHBIX
PE3YJIBbBTATOB

B Hacrosimem nccnenoBaHny KIMHNYECKUH THAarHO3
LQTS Opu1 monTBepKIeH TeHETUYECKIM TECTHPOBAHUEM
y 14 nu3 24 (58,0%) manueHToB, y KOTOPHIX OBUTH BBISIB-
JICHBI MyTalllu B 4 T€HaX, aCCOIMUPOBAHHBIX HEIIOCPE-
crBenHo ¢ LQTS (KCNQI, KCNH2, CACNAIC). Y 6
MIAIMEHTOB € TpeIBapuTeNbHbIM quarHozoM LQTS orcyT-
CTBOBAJIM KaKME-TMOO reHeTHYecKue u3MeHeHus. B nan-
HOM HCCJIEIOBaHUM TIPEJCTABICHBI PE3yJIbTaThl CEKBEHH-
poBaHus 15 reHOB, aCCOIMUPOBAHHBIX HEMOCPEACTBEHHO
¢ LQTS, a Taxxe reHOB, OTBEYAIONIHX 32 PA3BUTHE JPYTUX
HACJIEICTBEHHBIX KM3HEYTPOXKAIOIINX apUTMHH. bBoib-
IIMHCTBO IPOBEJCHHBIX pPAaHEE HCCIECIOBaHMUI OTpaHU-
4YeHbl m3ydeHneM mytanuid B 3 rerax (KCNQI, KCNH?2,
SCN5A) [8]. A KakIOoro M3 dTUX TEHOB TC€HETHYCCKUE
JIOKa3aTeJIbCTBA OCHOBAHBI HA aHAJIN3E CLICIUICHUS B OoJee
yeM | cembe M MojiepKaHbl MHOXKECTBOM I'€HETHUECKUX
1 9KCIEPUMEHTAIbHBIX JTAHHBIX, HAKOIUICHHBIX 32 JIECs-
THJICTHS MCCIIETOBAaHUN M KIMHHYECKUX HAOIIONeHNH [8,
9]. B oOcienoBaHHOI KOTOpTE OETOPYCCKUX MAIMEHTOB
y 50,0% obnapyxensl MmyTanuu B AByx remax KCNQI n
KCNH?2, nipu sTom, myTarmii B reHe SCN5A He BBISBICHO.
VY 2-x manueHToB OOHAPYKEHBI NMATOI€HHbIE MyTalUH B
reae CACNA I C 6e3 npyrux HeKapAHaJIbHBIX IPOSBICHUH,
YKa3bIBAIOMINX HA CHHAPOM THMOTH.

Y 4 u3 24 (17%) nanueHToB OOHAPYKEHO IO He-
CKOJIbKO HYKJICOTHIHBIX BapuantoB VUS, onnH U3 KOTO-
peix Haxomuiics B reHax CACNAIC nma ANK?2. JlonoinHu-
TENIbHBIE 3aMEHBI Y 3TUX MPOOaHIO0B OBUTH JIOKAIN30BAHBI
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B reHax, acconuupoBanHbix ¢ LQTS unu qpyrumu Hacnesn-
CTBCHHBIMH HApYIICHUSMHU pUTMa. B KIUMHHUYCCKON Kap-
THUHE MalMeHTOB ¢ HeckoimbkuMu VUS B aHamHe3e Obun
3a()MKCHPOBAHBI CUHKONAJIBHBIE COCTOSHUS M YJTMHEHHE
untepasna QTc>480 mc Ha cepun OKI (3a uckioueHu-
€M JIBYX MaIlMeHTOB ¢ MyTanuen B reHe ANK2, y KOTOpbIX
QTc ue npesbiman 440 mc). V 3 (75%) naiueHToB J0Ky-
MeHTUpoBaHa BCC ¢ ycnemrHol peaHumanueil 1 nMIuiaH-
tanuent UKJI, cpenu nux y oqHoro umenacs BCC B cemeii-
HOM aHaMHe3e.

B nuteparype Bce akTHBHee OOCYKIAIOTCSI BOIPO-
CBbl O HAJIMYUM HECKOJBKHX MYTalMil y MalMeHTOB C MO-
HOTEHHBIMH 3a00JIeBaHMSIMH MHOKapjaa. B obOmmpHOM
uccnenoBannu D.Mullally et al. [18] B Gonbmioi koropre
nanueHToB ¢ LQTS u3 403 uenoBek TakKe BBISBIICHBI T1a-
LUEHTHI ¢ HECKOJIbKUMH MyTauusamu (14,1%), y KoTopbix
OLICHUBAINCH (PEHOTUITMYECKHE TTPOSIBICHUSI U PUCK HKH3-
HEYTpOXKAIOLUX COOBITUH B CpPaBHEHHWH C TPYIION ma-
IIMEHTOB, UMEIOIINX OJHY MYTAlMIO B JIIOOOM W3 I'€HOB,
accoruupoBanHbix ¢ LQTS. TlanueHTsl ¢ MHOXXECTBEH-
HBIMM MYTalMsIMHU JIEMOHCTPUPOBAIH OOJIee MPOIOIIKH-
TenbHbIA nHTepBas QTC MO cpaBHEHUIO ¢ MAIUEHTAMHU C
ennHCcTBeHHOU MyTanueid (506+72 mc nporus 480+56 mc,
p=0,003) 1 umenu OGoiee BBICOKYIO YAacTOTY >KH3HEYTpO-
JKAIOLIMX COOBITHI 3a BpeMsi HaOmonenus (23% mnporus
11%, p<0,001). MHorohakTOpHbIi aHaIN3 TOKa3al, 4To
MAIMEHTHl ¢ MHO)KCCTBCHHBIMH MYTalUsIMHU UMETH B 2,3
paza (p=0,015) BbIIIC PUCK KUZHCYTPOKAIOIIUX COOBITHI
10 CPABHEHUIO C MAllUEHTaMH C OHON MyTaruel. Pe3yib-
TaTbl HAIlIETO MCCIIEAOBaHMS IOKa3ald, YTO COYETAHUE
Heckoapkux VUS, momo0HO IEHCTBUIO MHOMKECTBEHHBIX
MyTalMi, MOXET 00nanaTh KyMYJISTHBHBIM 3dderTom,
OKa3bIBAIOIINM CYIIECTBEHHBIH A(P(EeKT Ha KIMHIMYECKHN
¢denorun. OqHaKo TaHHOE HAOIIOAEHUE HYKIAETCS B JI0-
MOJTHUTENBHBIX HCCIEIOBAHUAX, BKJIIOYAs HAKOIUICHHE
AQHAJIOTUYHBIX CIIy4aeB U IPOBEACHUE CErperanoHHOTO
aHaJIn3a.

CpaBHUTENBHBIA aHamU3 Mexay 3 rpynmamu (1-s
rpymmna - TMarHoCTUYeCKU 3HauuMble myTanuu [V-V knac-
COB MaTroreHHocTH (n=14) ¢ pa3IUMYHbIM FeHETHYECKH Jie-
tepmuHupoBanHeiM TunoM LQTS (LQT1; LQT2; LQTR);
2-s rpymnmna - ManueHTsl ¢ HeckonbkuMmu VUS; 3-g rpyn-
a - TeHOTHII-OTPHIATEIbHBIC MAMEHThI) BBISIBII Pa3HU-
Iy B OTHOLICHUM HEOIArONpHUSITHBIX UCXOIOB U COOBITHI
MEXIy MNalMeHTaMH B 3aBUCHMOCTH OT T€HETHYECKOTO
tuna LQTS. Haumenbiiee konnyectBo cinyyaes BCC Ha-
omonanocsk cpeau nanueHtoB ¢ LQT1, xors mo vactoTe
BO3HMKHOBEHUSI CUHKOIIE 3Ta IpyIa He OTINYagach OT
npyrux LQTS, a Bospact maHudecranun 3aboieBaHMs
ObUT caMbIM paHHUM U3 Bcex rpyni. Tspkenast opma 3a-
OoJieBaHUS C BBIPAKEHHBIMU KIMHUYECKUMHU ITPOSIBICHUSI-
MU, 3MH30/laMH KIMHUYECKOH CMEpTH C MOCIeTyIOUUMU
pCaHUMAIOHHBIM MEPOIPUATHSIME U uMILTanTanuei K/,
HaOIonanack B rpymme npodanaos ¢ LQT2, a Taxoke y na-
LIUEHTOB ¢ HecKonbkuMu VUS.

CrnenyeT OTMETHUTh, YTO y BCEX T€HOTHUI-OTPHIA-
TEJILHBIX MPOOaH/IOB TaKke HaOoganach TshKenast Kiu-
HUYECKas KapTWUHA, BKIIOYas CHHKOIAJIbHBIC COCTOSHHMS
nu BCC c nocneayomumMu peaHuManueid U yCTaHOBKOH
UK. Onnako npomonkuteabHOCTh uHTEepBaa QTc (471
[462,5;477,5]) Mc ObLIa HIXKE IO CPABHCHUIO C MMAIUCHTA-
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mu LQT1 (513,1[440;630]) mc u LQT2 (553,5[509;608,5])
MC. Y TCHOTHUII-OTPHUIIATEIIFHBIX MAMCHTOB 3a00JICBaHUC
MaHU(ECTUPOBAIO  KHU3HCYTPOKAIOIIUMU  COOBITUSIMU
JI0 Tepanuu Oera-aJpeHO0IoKaTopaMy, TOrla Kak y re-
HOTHII-TIOJIOKUTENIbHBIX TMAlMEHTOB JKU3HEYTPOXKAIOIINE
COOBITHSI TIPOUCXOMWIN Ha (poHE JieueHus Oera-OoKaro-
pamu, 4TO HEOOXOIMMO YYMTHIBATH IPU CTPATH(PHUKALUU
pucka HebmaronpusaTHbeix coObrtuil. Mmrurantarus MK/
norpedoBanack 14 u3 24 (58,3%) nauueHTam, B TOM 9HCIIC
BCEM IIECTH I'€HOTUTI-OTPHUIIATEIbHBIM.

3AKJIIOYEHHUE

B HacTosIIIeM HCCIIeIOBAaHUH H3Y4YeH CIICKTpP KIMHHU-
YECKHUX MPOSIBICHHUHN Y IAIIHEHTOB C Pa3IMYHbIMH I'€HETH-
gecknmu taniamMu LQTS (LQT1; LQT2; manwmeHTs ¢ He-
ckonpkuMu VUS). CpaBHATENBHBIN aHATN3 MEXKTY STHMHA

ORIGINAL ARTICLES

rpynnamu nokasal, 4To y manueHToB ¢ cuaapomom LQTI,
HECMOTpPST Ha DPAHHIOW MaHH(ECTaluo 3a00JICBaHUs U
HaJIM4Me CHHKOMAIBHBIX COCTOSIHUH, JOCTOBEPHO DEXKe,
geM npu apyrux LQTS, peructpupoBanuch KU3HEYTpo-
xkarorue apurmun, BCC u ummutantanus MKJ]. Haubonee
TspKenas (hopMa 3a00JIeBaHuUS C BHIPAKEHHBIMU KJIMHUYEC-
KUMHU IPOSIBICHUSIMH, SMHU30AaMU KIMHUYECKOH CMepTH
C MOCJEIYIOIUMHI PEAaHUMALMOHHBIM MEPONPUATHIMU U
nmiantanuei KJ{, Habiropanacy kak B rpymnme npoOaH-
noB ¢ LQT2, Tak 1 y MalueHToOB ¢ HECKOJbKUMHU HYKJICO-
TUAHBIMHM BapHAHTAMHU C HEONPEAETICHHOM 3HAYMMOCTBIO
(VUS), onun u3 xoropsix Haxonwics B reHax CACNAIC
n ANK?2.

[TonmyuyeHHbIe AaHHBIE MOATBEPHKAAIOT BaXKHOCTh I'e-
HETUYECKOro uccienoBanus nanueHtos ¢ LQTS ans npo-
rHo3a 3aboneBanus u crparudukanuu prucka BCC.
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OT/IAJIEHHBIE PE3VJIbTATBI XUPYPITUUYECKOT'O JIEUEHUS [TALIMEHTOB C XPOHUYECKOM
CEPJIEYHOU HEJJOCTATOUYHOCTBIO C [TIOMOILbIO UMITJIAHTALIUU KAPAUOMOYINUPYIOINX
YCTPOICTB
A.JO.Amupaciaanos, B.A.BackoBckuii, E.A.ApTioxuna, A.Ill.PepumBuin

dI'bY «HMHI] xupypzuu um A. B. Buuineecxkozon Munzopasa Poccuu, Mockea, bonvuwasn Cepnyxoeckas yn., 27.

Heab. OueHnTh 001LYI0 3PPEKTUBHOCTD KApIHOMOIYJIUPYIOIICH Teparui U CPaBHUTD MTOJy4YEHHbIC OTaJICHHbIC
pe3yabTaThl y HallMeHTOB C XPOHUYECKOW cepliedHoi HegocTarouHocThio (XCH) pasnu4Hoii aTHONOr .

Marepuan u metoabl ucciegoBanusi. 61 namuenty ¢ XCH II-1II ¢ynkumonansaoro kiacca (PK) mo NYHA,
¢bpakuueit BeiOpoca jeporo kenymnouka (OPBJDK) 20-40% wu mupunoi xkomiuiekca QRS <130 Mc MMILIaHTHPOBAHBI
YCTpPOUCTBA Il MOAyJsiuK cepaednoit cokparumoctu (MCC). Pacnpenenenue B 3aBucumoctu ot 3tuoiorun XCH
cienyromiee: umemudeckas kapauomuonarust (MKMIT) - 41 naument, Henmemuueckas kapaunomuonarus (HKMIT) - 20
nanyeHToB. BeceM manuenTaM npoBoauiiack TpaHCTOpaKalibHas sxokapauorpadus, Tect 6-MuHyTHOH Xoap0b! (TILX),
aHKeTHpoBaHue 1o MuHHecoTckoMy onpocHUKY kadecTsa sxu3Hu (KOK) 6onbubix ¢ XCH (MHFLQ).

PesyabraTbl. Cpok HAOMIOICHHS BCEX MAIIMEHTOB cOCTaBII 25 MecsieB. Y 54 maruentoB ¢ MCC Tepanueli BbI-
sieiieHo 3Haunmoe yiyumenne @BJDK no Simpson ¢ 32,2% no 37,6% (p=0,026), cHI>KeHNE KOHEYHO-CHCTOJIMYECKOTO
oovema JIXK ¢ 150 o 137 mu (p=0,034), koneuno-auacromuueckoro oovema JIK ¢ 220 no 201 ma (p=0,044), ymenblie-
Hue ®K XCH o NYHA 6Gonee yem Ha 1| kiace y 29 (53,7%) narmentoB (p=0,015), yeemuuenue TIHIX ¢ 265 1o 343 m
(p=0,029), a taxxe ynyumenue KX cortacHo onpocanky MHFLQ ¢ 46,1 no 35,8 6amnos (p=0,042). HKMII y naruen-
ToB ¢ XCH 0Obu1a conpspkena co 3HaunMbIM yayumenueM KX (¢ ncxomusix 42,7 no 30,3 6ayutos, p=0,029), u 3Ha4nmMo
6onee yactbiM cHxeHrneM OK XCH >1 (83,3% u 47,2%, p=0,012) no cpaBuennto ¢ UKMII.

3axkurouenne. Yerpoiicta 1t MCC sddexruBasl mpu sedernu nanpentoB ¢ XCH II-11I @K o NYHA, ®BJIXK
20-40%, mmpunoit kommiekca QRS <130 mc. Hannune HKMII acconuupoBaHo c¢ sryurnieit tuHaMukoi cHumkeHuss OK
XCH u ynyumenuem KK nanuenros.

KaroueBrble cioBa: XpOHUYECKas cCpACHHAd HEAOCTATOYHOCTD; MIIICMHUYCCKasA KapaAMOMHUOIIaTUA; HCUILICMUYCCKasA
KapAuOMHUOIIaTUsA; MOAYIAIUSA cepz[equi/'I COKPAaTUMOCTHU; KaUCCTBO KU3HU
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LONG-TERM RESULTS OF CARDIAC CONTRACTILITY MODULATION IN PATIENTS WITH CHRONIC
HEART FAILURE
A.Yu.Amiraslanov, V.A.Vaskovskiy, E.A.Artyukhina, A.Sh.Revishvili
A.V. Vishnevsky National Medical Research Center of Surgery of the Ministry of Health of the Russian Federation,
Moscow, 27 Bolshaya Serpukhovskaya str.

Aim. Evaluate the overall effectiveness of cardiac contractility modulation (CCM) therapy in patients with chronic
heart failure of various etiology.

Methods. The study included 61 patients with chronic heart failure (NYHA class II-III), ejection fraction 20-40%
and narrow QRS <130ms, who were implanted the CCM devices. Depending on the etiology of heart failure, ischemic
cardiomyopathy prevailed (41 patients). All patients were performed echocardiography, 6-min walk test and Minnesota
Living with Heart Failure questionnaire (MHFLQ).

Results. The observation period was 25 months. All 54 patients significantly improved left ventricular ejection
fraction from 32.2% to 37.6% (p=0.026) and volume parameters (left ventricle end systolic volume from 150 to 137
ml (p=0.034), left ventricle end diastolic volume from 220 to 201 ml (p=0.044), reduced the heart failure NYHA
class >1 in 29 (53.7%) patients (p=0.015), increased 6-min walk test from 265 to 343 m (p=0.029), and the MHFLQ
improved from 46.1 to 35.8 (p=0.042). Non-ischemic cardiomyopathy was associated with significant improvement
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in MHFLQ (from 42.7 to 30.3, p=0.029) and lowering the heart failure NYHA class>1 (83.3%, vs 47.2%, p=0.012)
compared to ischemic group.

Conclusion. CCM is safe and effective in patients with chronic heart failure NYHA class II-11I, ejection fraction 20-
40% and narrow QRS <130 ms. Non-ischemic etiology of cardiomyopathy was associated with significant improvement
in MHFLQ and lowering the heart failure class.

Key words: chronic heart failure; ischemic cardiomyopathy; nonischemic cardiomyopathy; cardiac contractility
modulation; quality of life
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XpoHuueckasi cepiaeuHast HegocrarouHocTs (XCH)
OCTaeTCsl OJHOM M3 OCHOBHBIX NPHUYUH CMEPTHOCTH OT
CEepPICYHO-COCYIUCThIX 3abosieBanuii. [lo manHbIM Dpe-
MUHTE€MCKOTo HuccnefoBanust [1], cpeaHsas NATUIETHSS
CMEpTHOCTH BO Bceil nomyssiuu 6oibHbIX ¢ XCH ocraet-
sl BBICOKOM U cocTaBisieT 62-65% 1uist myxuuH u 45-47%
Juid xkeHIuH. HecBoeBpeMeHHasl TuarHocTuka, HeJocTa-
TouHast 9(PPEKTUBHOCTh MEJIMKAaMEHTO3HOH Teparuu, Io-
BTOpPHBIE TOCITUTAIN3ALH, (PUHAHCOBBIE 3aTPATHI 3PaBO-
OXPAHEHHUs OINpPENEINAIOT He TOIbKO KIMHUYECKYIO, HO U
COIMAJIbHO-IKOHOMHYECKYIO 3HAYMMOCTh 3TOT0 3a00JieBa-
HUS BO BCEM MUDE.

Pacnpoctpanennocts XCH B pa3BUTBIX CTpaHax
coctaBisieT 2-3% cpenn B3pOCIOro HaceleHHs, a CPeau
qozielt crapie 65 net gocturaet yxe 6-10%, sapissch ca-
MO 4acTolf MPUUMHON rOCIUTAIN3AUK MAllUEHTOB JaH-
HOM Bo3pacTHOM rpynmnsl B crpanax EBpomns! u B CeBepHOI
Awmepuke [2]. [Ipobiema ycyry0msiercst BCIeICTBUE I10-
BCEMECTHOI'0 YBEJIMYEHUS MPOJOKUTEIBHOCTH JKU3HU U
cTapeHHst MUPOBOH nomyisinuu. CrenuanucThl IPOrHO3H-
PYIOT yBelMueHne 3a00JIeBaeMOCTH CEpACYHON HeaocTa-
TouHOCThIO Ha 40% B Ommkaimme 15 ner [3].

JlaHHbIE paHIOMU3UPOBAHHBIX KIIMHUUYECKUX UCCIIe-
JIOBaHUH CBUJIETEIBCTBYIOT 00 YBEJIWYEHHH IPOJIOIKH-
TeNBHOCTH XH3HU nanueHToB ¢ XCH Ha ¢one MennkameH-
TO3HOU Teparuy ¢ NpUMeHeHneM OeTa-aJpeHo0I0KaTOPOB,
MHTUOMTOPOB aHTMOTEH3MHIIPEBpAIAoNero (epMeHTa,
AQHTAaroOHUCTOB MHHEPAJOKOPTHKOUIOB, OJIOKAaTOPOB pe-
HUH-aHTMOTEH3UHOBBIX PELENTOPOB, TUYPETUKOB [4].

Xupypruueckue Metoasl nedeHuss XCH ¢ kaxasim
TOJIOM TOJIy4aloT Bce 0oJiee IUPOKOE PacipOoCTpaHEHHE.
Crofa MOXXHO OTHECTH MMIUIAHTAIMIO KapIHUOPECUHXPO-
HU3UPYIOIIUX YCTPOMCTB, HCKYCCTBEHHBIX >KEJIYIOYKOB
Cep/la, a TaKkKe, MOSIBUBIIHICSA B HaYaJle 3TOr0 CTOJICTHS,
HOBBII METOJ JIEUEHUs - KapIUOMOMYIUPYIOIIYI0 Tepa-
IO,

D¢ dexr kapanomMonynupyoomen Tepanun ObLT Ipo-
JIEMOHCTPUPOBAH B SKCIEPUMEHTAIbHBIX HUCCIEIOBAHUAX
1 OBUI CBSI3aH C MOJIOKUTEIBHBIM HHOTPOITHBIM JICHCTBHEM
BBICOKOAMIUTUTYJHBIX MIEKTPUUECKUX CTUMYJIOB, HAHOCH-

MBIX Ha MHOKapJ BO BpeMsl peppakTepHOCTH KapIUOMHO-
utoB. OH JIOCTUraeTcs 3a CYET YBEJIMUCHUSI BHYTPHKJIE-
TOYHOTO IMOCTYIUICHHST MOHOB KaJIbIHs, YTO MPUBOAUT K
YBEJIMYCHUIO COKPAaTUTEIbHONW CHOCOOHOCTH KIIETKH [5,
6]. IIpakTuueckas >xe peanusalys MeTojJa MPOU30ILIa B
2001 roxy, koraa atoT ke dpdexT ObuT 3apUKCUPOBAH MTPH
HAHECEHHH JIOKAJBHOIO 3JIEKTPUYECKOIO0 CTHMYJa cpasy
Ha OOJBIIYIO IPYIITY KapJIUOMHOLUTOB (IPU HIOKAP/IH-
AIBHON JJIEKTPUYECKOH CTHUMYISILUM MHOKap/a IpaBoro
JKEIYJJ0uKa Cep/la), IPeAONpeeuB TPOMBIIIICHHYIO
pa3paboTKy U MOSIBJICHUE IIEPBOTO NPOTOTUIIA YCTPOKUCTBA
Juist MonyJsiu cepaednoit cokparumoctu (MCC). B kon-
ne 2001 roma mosBIAETCS MEPBOE IKCIEPUMEHTAIBHOE
YCTPOICTBO, KOTOpPOE BIEPBbIE OBUIO MMIUIAHTUPOBAHO
u onucano C. Pappone u coast. B 2001 [7]. B 2004 roxy
OBUIO OKOHYEHO MEePBOE KIMHUYECKOE HCCIIeJOBaHUE, JI0-
Ka3bIBalOIlee TEPareBTHYECKYI0 3()(PEKTUBHOCTD Ipe-
JIO)KEHHOTO METO/1a, IJIe OTMEYaJIOCh JJOCTOBEPHOE YIIyd-
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037 v 0

JOURNAL OF ARRHYTHMOLOGY, Ne 1 (107), 2022



OPUT'MHAJIBHBIE UCCIIEJJOBAHM A

[IEHHE KayecTBa JKU3HM MAlMEHTOB, TOKa3areliell Tecra
6-munyTHOH X016061 (TILX) 1 dpakium BeIOpoca 1eBoro
xenmynouka (OB JIXK) [8].

C 2016 roma B pa3nuuHbIX ILeHTpax Poccuiickoit
@enepau BriepBble OBbLIM BBINOJHEHBl WMIUIAHTAIIMN
MCC ycrpoiicte Optimizer IVs u cienytomeil renepa-
uu - Optimizer Smart - 63 MPEICEPAHOTO ICKTPONA JIIst
AMIUIAHTAIUK TIAIMEeHTaM ¢ (GuOpWLIIuei mpeacepauit
(®IT) (xomnanust Impulse Dynamics, I'epmanust). IIpen-
CEpIHBII DJIEKTPOJ 00ECIIeYNBACT ACTEKIHUIO TPEACEPAHO-
rO CHT'Hajla M 3allyCKaeT WHTEpBaJl aTPHOBEHTPHKY/ISIPHON
3aJIepPIKKH CUCTEMBI. JKeIy/10uKOBBIE IIEKTPO/IbI UCTIONb3Y-
totcst st HaneceHnst MCC CTUMYJIOB M yCTaHABIMBAIOTCS
B MEXOKETYJIOUKOBYIO TEPETOPOJIKY MEXJy OCHOBaHHEM
W BepXylIeYHbIM cerMeHToM. COInacHO peKOMEHIAIMSIM
TIPOM3BOIMTENS], PACCTOSIHIE MEXAY HHMH JOJDKHO OBITH
He meHee 2 oM. [IpaBoxernynoukoBsiii anekrpon (RV) Boc-
MPUHUMACT CHUTHAJ TEPBBIM M yCTAHABIMBACTCS BBIIIC,
4yeM 3eKTpon JokanpHoro u3Mepenus (Local sense - LS).
o ymonuaHuto, ycTpOHCTBO HAHOCHUT I10 2 CTHUMYJIA C KaxK-
JIOTO JKEITyI0UKOBOTO 3JIEKTpoia aMIuuTyoi 7,5 B ¢ mn-

19

TEJILHOCTBIO UMITyNbca 5,14 Mc, a AJIMTeNbHOCTh TePaIin
cocraBsieT 7 yacoB B cyTkH (puc. 1a). KenarenbHblii mpo-
HEeHT 3(QGEKTUBHON CTUMYISILIMY JIOJDKEH OBITh HE MEHee
90% (puc. 16). YCTpOHCTBO SBISETCSI MOA3aPSIKACMBIM.
CpenHuil 3asBJICHHBII TMPOU3BOAMUTENEM CPOK HKCIUTya-
Taiu akkymyssitopa MCC ycTpoiicTB 10 3aMeHBI 6 JIeT,
MaKCUMAJIbHBIN CPOK dKcIuTyarauuu 15 ner. B mocnennux
Mmozensix (Optimizer Smart) ecTb 2 HacTpauBaeMbIX pado-
ynx pexkuma MCC tepanun: ODO-LS-CCM u OVO-LS-
CCM. IlepBblif HCTIONB3YETCA C MPEACEPIHBIM AIEKTPOAOM
(taxxe kak B Monensix Optimizer [Vs) u umeer onpezerneH-
HBIE OTPaHWYEHMSI 10 aTPUOBEHTPHUKYISIPHON 3ajepiKKe.
BakHo, 4uro0bI ucxonHblii PQ MHTEpBan manueHta Haxo-
JAJICs B uariazone ot 25 mc 1o 398 mc. Takxke, B JaHHOM
pexxume Onokupyercss MCC Teparus ipu BO3SHUKHOBCHUU
NIpeJICepIHOM TaXUKapANY (HaCTpanBaeTCs B AUAIIa30HE OT
62 no 179 ynapoB B MunyTy, 154 - nmo ymon4anuro). Bro-
poii pexum (OVO-LS-CCM) nocTyIieH TOJIBKO B MOJCIISIX
Optimizer Smart 1 He TpeOyeT UMITTAHTALUH TPECEPIHO-
ro anekTposia. OH He 3aBHCHT OT NMapaMeTpPOB aTpHOBEH-
TPUKYIISIPHOM 33/IEPXKKH M MOXKET MUCTIOIb30BaThes mpu PI1

Tagnuua 1 (B TOM uHcCIe - IPU NEPCUCTUPYIO-

Knunuueckue oannvle nayuenmos npu nocmynienuu mel (popie). B srom pexamve MCC

Teparnus OJIOKUpYyeTCsl PU 4acToTe

Knunuueckue naHHbIe Bes rpynna HNKMII HKMIT COKpAIIIEHHs KETyA0YKOB CBbIIIE 98

(n=61) (n=41) (n=20) yIapOB B MUHYTY, BHE 3aBUCUMOCTHU

Bospacr, et 60,39+12.81 | 68,32+14,61 | 55,23+10,21 | ©T 6asoBoro purMa Cepﬂuzz(HaCTlpla(;

~ uBaeTcs B JMana3oHe oT 62 10

Myxcaun, n (%) 4707 30 (73.2) 17 (85) yaapoB B MUHYTY). Optimizer Smart

Harmenros ¢ MK/, n (%) 23 (37,7) 16 (39) 7(35) COBMECTUM CO CTAHJApPTHBIMH OH-

IMapokcusmansuas ®IL, n (%) 25 (41) 21(51,2) 4 (20) HOJISIPHBIMH 3JIEKTPOIAMU C AKTHUB-
Tocrosnas OIL, n (%) 8 (13,1) 3(7.3) 5(25) HOH ‘bﬁmau“e“ u pasbemo IS-1.

" o eNb HaIllero WCCIIEIOBaHUs -
Caxapublit quabet 2 tur, n (%) 17 (27,9) 12 (29,3) 5(25) OUCHATS  0BIIYI0 5(HEKTHBHOCT
@B JIK, %, M+SD 31,3+7.8 30,8+7,1 33,1+6,9 KapIMOMOJIY/IUPYIOWICH Tepariy 1
KCO JIK, mi, M£SD 152,4+£62,8 | 148,4+53,1 | 165,4+61,4 CpPaBHUTb IOJIyUCHHbIE OT/IaJICHHbIC
KJIO JDK, M, M£SD 219,6481,1 | 212,5469,4 | 24424902 | Pesynsraret y naumentos ¢ XCH
®K XCH (NYHA), Me [Q1; Q3] 21[2; 3] 21[2; 3] 21[2; 3] PASTHIHON STHOHOTHIL
QRS, mc, MSD 117£27,2 | 121,5831,6 | 106+23,7 MAITIEPIJ/IIIEJI H}ifgglﬂ
TIIX, M, M£SD 259+109,6 | 253,7499,6 | 280,4+112,7 CCIERO
Onpocurk MHFLQ, 6ajuisl, M+SD 47,349,5 48,9+11,4 43,6+8,2 PerpocnexrusHo OLEHE-
onvaaonas Terans HBl pe3yJbTaTbl HMMIUIAHTALUU

Y P 61 MCC ycTpoiicTBa TameHTaM
Wuruduropsr AIID, n (%) 61 (100) 41 (100) 20 (100) ¢ XCH: Optimizer IVs - 27 u
Bera-6mokaropsr, n (%) 60 (98) 40 (97,6) 20 (100) Optimizer Smart - 34. [Toxazanus-
Awnraronuctsl MKP, n (%) 55(90,2) 37 (90,2) 18 (90) MH K MMILTAHTAUHH KapAOMOZy-

5 JUPYIOLUIUX YCTPOUCTB SIBISUINCH:
Jutyperuiu, n (f) 7 034) 38 02,7) 19 ©5) komrencupoBannas XCH  II-I11
Amuosapo, n (%) 8 (13,1) 6 (14.,6) 2(10) dynkimonansHoro kmacca (OK)

nmo NYHA, ®BJIX 20-40%, mm-

[Ipumevanue: 31echk U ganee n - adcomoTHOE ynciao 0oipHBIX; Me [Q1; Q3] -
Meauana u kBaptuiu; M+SD - cpeanee + cranpaptHoe oTkioHenue; UKMII -
nmemndeckas kapanomuonarus; HKMII - Hemmemunueckast KapIuOMHOIIATHS;
UK]] - mMIoraHTUpyeMblid KapamoBepTep-nedudpmmiitop; OIT - ¢ubprmist-
s npencepanii; ®BIDK - ¢pakmms BeIOpoca JIEBOTO JKENymIodka (II0 METOLY
Simpson); KCO JIX - xoHeuHsbIi cucTonnuecknii o00beMm JieBoro xxerynodka; K10
JIK - xoHEUHBIH auacTonmdeckuii 00beM seBoro kenynouka; @K XCH - ¢yHk-
LMOHAJIbHBIM KJIacC XPOHMUYECKOM cepiaeuHoil Hemoctarounoctd; TIIX - tect
mecTUMUHYTHOH x0a6061; MHFLQ - MHHHECOTCKHIT OTIPOCHUK KadecTBa KU3HU
6onpHbIX ¢ XCH; AII® - anrunorensun npespaniaonmii pepment; MKP - mune-

PAaTOKOPTUKOUAHBIC PEUCTITOPLI.

puHa komruiekca QRS <130 wmc.
B cmydae Ooree paHHUX MOZENEH
(Optimizer IVs), Taxke YYUTHI-
Bancsa PQ wmHTepBanm (He DOMKEH
npeBbimate 400 Mc), a Takxke
003aTeBHBIM  YCIIOBUEM OBIIO
HaJIM4YUEe  CHHYCOBOTO  pHTMA.
BonbHBIM ¢ JOKYMEHTHPOBAHHOM
OIl UMIIAHTUPOBAIUCH MOMAEIH
Optimizer Smart.
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Cpennuit Bo3pact OombHBIX coctaBmin 60,39+12,81
JIeT, MyxurH - 47, skeHiwmH - 14. Y 33 nanueHToB ObUTH
pazmunbie Gopmbl DIT (y 25 - mapokcusmanibHas Gopma,
y 8 - mocrosiHHas / mepcucTHpyomas). Bee mannenTs! no-
nmydanu Oera-0J0KaTopbl, WHTHOMTOPHI AHTMOTEH3UHIIPE-
Bpamaronero (epmMeHTa, IMypPEeTHKH, aHTHUKOATYJISHTBI
(6ompubie ¢ DIT). Moandukams MeIMKaMEHTO3HOU Tepa-
MUK TIalMeHTaM B JIUIbHEHIIIeM HaMM He TpoBOIMiIack. B
crpykrype stuonorun XCH npeobnanana nieMuueckas
kapaunomuonarust (MKMII) - y 41 6onbHOTO (67,2%). [TocT-
MH(}APKTHBIA KapJHOCKIEpo3 ObUT 33/JI0KyMEHTHPOBAaH Y
37 narmentoB (60,6%). Y 29 6onbubix (47,5%) panee BbI-
MOJTHSUIACh peBacKysipy3anus muokapaa (y 11 - mammapo-,
AOPTOKOPOHAPHOE IIYHTUPOBaHUE; ¥ 18 - cTeHTHpoBaHUE
KOpoHapHbIX aprepuit). Y 20 6onbHbIX (32,8%) Oblia aua-
THOCTHpOBaHa HenteMuyeckas kapauomuonarust (HKMIT).
VY ocHoBHo#t yactn 6onpHbIX ¢ HKMIT Obuta annaranyoH-
Hast kapauomuonarus (AKMID) - 15 (75%), y 3 - noctmuo-
KapAMTUYECKUH KapIMOCKIJIEpO3 Uy 2 - IpyrHe UIHOIaTH-
yeckue kapauomuonaruu. Y 23 manmentoB (37,7%) Obum
paHee yCTaHOBJIEHBI UMIUIAHTHPYEMbIE KapJHOBEPTEPhI-Jie-
¢udpwusitopsr (MK/I). 17 OonbHBIX CTpagaid caxapHbIM
nmraberom 2 tumna (28%). KimnHn4eckue JaHHBIC MAIMCHTOB
TP MOCTYIUICHUH MPEJICTABICHBI B Ta0. 1.

CoracHo TPOTOKOJY HCCIIEJOBaHUS, BCEM MalH-
€HTaM T[pPH TOCTYIUICHUH BBIIOJHSUINCH CIIETYIOIINe
uccnenoBaHus:  12-xkaHaibHas — AJIEKTpOKapAuorpadus,
TpaHcTopakajbHas sxokapauorpadus (OxoKI'), THIX,
aHKETHPOBaHKE 1T0 MUHHECOTCKOMY OIPOCHHKY KauecTBa
xu3Hu 60sbHBIX ¢ XCH (onpocank MHFLQ). Mccnenosa-
HUE TOJYYHIIO 000pEHUE JIOKATBHOTO ATHYECKOTO KOMH-
tera. [lepes BKIIIOYEHHEM B MCCIIE0BAHUE BCE MAIUCHTBI
TIOANUCATN HHPOPMHUPOBAHHOE COTIIACHE.

Texnuxa onepayuu

B 3aBHCHMMOCTHM OT KOJIMYECTBAa HMMIUIAHTUPYEMBIX
9JIEKTPOIOB MEPBBIM 3TAIOM BBIIOJIHSIIACH ABYX-, TPEX-
KparHasi TyHKIHs JICBOH MOAKIIOYMYHOM BEHBI, IIOCIIE YET0
T10/1 MECTHOM aHecTe3nel (opMHUPOBAIIOCH JIOXKE JUIS ara-
pata. Jlanee yepe3 pa3pbIiBHbIE UHTpOJbIOCEPH 7 Fr B MO-
JIOCTh MIPABOTO MPEICEPANS BBOIMIMCEH SHI0KapIUaIbHbIC
anekTpoabl. [Ipencepanblil 371€KTPpo/] CTaHIapTHO YCTaHaB-
JIMBAJICS B YILIKO ITPABOTO MPEACEP/Hs, KEIYJOUKOBBIE I10-
3MIHMOHUPOBAIIUCH B ITPOCKIIMU CPETHEH YaCTH MEKIKEIY-
JIOYKOBOM MEPEropoyIku. Y MareHTOB C JABYXIECKTPOAHON
CHCTEMOM TIpeJICEpIHBII AIEKTPO HE MMILUIAHTUPOBAJICS.
Bce nekTpo/bl HHTPAONEepaoHHO TECTHPOBAIIKCH C T10-
Momipto ananmuzatropa ERA 3000 (Biotronik, I'epmanus).
Bo Bpewms omepanyu n3MepsuTiCh
CTaHJapTHHIC MapaMeTpbl: YyB-
crBuTenbHOCTH (P 1 R-BosHbI), 1o-
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CTHMyJa, a TaKXe WHAMBHUIyalbHas 4yBCTBUTEIBHOCTb
naruenta k MCC tepanuu.

VY OonbHBIX ¢ paHee ycraHoBieHHbBIMH WMKJl nm-
ulaHTanus  ycrpoiictea Optimizer ocyuiecTBisuiach ¢
npaBoil cTopoHbl. O0s3aTeIbHO MPOBOAMIICS TECT B3aH-
moaeiictBus UKl ¢ MCC cucteMoit st MCKIHOYCHUS
MEPEKPECTHOTO BOCTIPUATHS CUTHAJIA 3JIEKTPUUECKUX CTH-
MynoB. MHTpaonepanyoHHble MapaMeTpsl EKTPOJIOB U
napamerpsl MCC Tepanuu npeacTaBieHsl B Ta0. 2.

Tenemerpuueckuii KoHTposb cucteMbl Optimizer
MIPOBOJIWIICS BCEM OOJIBHBIM Ha 2-3 CYyTKHU MOCJIe ONepaltu.
Ilepen BBIMUCKOM Ka)kOMY MAallMEHTY BBIABAJIOCh CIELU-
aNbHOE 3apsAHOE YCTPOMCTBO. AMOYNATOPHBIH KOHTPOJb
paboThl yCTpOICTB TpoBommIICcs uepe3 3, 6, 12 mecsien
Mocjie UMITIAHTAIUH (fajiee Kakable 6 MeCALEeB), BO BpeMs
KOTOPOTO OIIEHHMBAJIUCh AMHAMHUKa Mokazartenei Oxo-KI,
THIX, a Takke Ka4eCTBO >KU3HU MAIMEHTA U CTENEHb HH-
JUBUAYyanbHOHN uyBcTBUTENbHOCTH K MCC Tepanuu.

Cmamucmuueckuit ananus

Crarucruueckas oOpabOTKa JaHHBIX BBINOJIHSIACH
¢ momolnelo nporpammsel Statistica 10 (StatSoft). Kaue-
CTBEHHBIE IEPEMEHHBIC OIMCBHIBAINCH A0COIIOTHBIMH M
OTHOCHUTEJIBHBIMH 4acToTamu (mporieHTamu). Kommue-
CTBEHHbIE TOKA3aTeIN MPOBEPSIIMCh Ha HOPMAJIBHOCTD C
nomoniesio kputepusi Konmoroposa CmupHosa. [laHHbIE
OMUCaHBl B BUJIE CPEAHEr0 3HAUCHMs + CTaHAAPTHOE OT-
kioneHue (M£SD). YacTh JaHHBIX MPEACTABICHBI B BUIC
Me/iMaHbl ¥ kBapTuiei. s HemapaMeTpuieckux JaHHBIX
ucnons3oBancs kputepuit U-Manna-Yurtnu. IIpu cpaBHe-
HHUU Ka4eCTBEHHBIX MOKA3aTEeNeH NCTONTB30BANICS ) - KPH-
tepuit Ilupcona u tect Pumepa. Paznuuus cuuTanuch
CTaTUCTUYECKU JIOCTOBEPHBIMU NpH 3HaueHusX p<0,05.

HOJYYEHHBIE PE3YJIBbBTATbI

C 2016 u mo Hos1Opst 2019 OBUTO UMIDTAHTUPOBAHO
61 MCC ycrpotictBo (27-Opimizer IVs u 34-Optimizer
Smart) marmmentam ¢ XCH. Koneunsri cpok HaOMrOneHUS
BCEH TPyTITBI COCTAaBMI 25 MecsIeB. 3a 3TO BpeMs cep/ey-
HO-COCYJMCTasi CMEPTHOCTh B Tpymme cocrtaBmna 11,5%
(7 mammenToB). Bece ymepmme mammenTs! Obumun ¢ MK/,
[Mpuunaa cmeptn - nexomnencamus XCH. V 54 nmanuen-
ToB ¢ MCC Tepanueii BBISIBICHO JOCTOBEPHOE YITydllle-
aue ®BJIK mo Simpson ¢ 32,2% mo 37,6% (p=0,026),
CHIKEHHE KOHEYHO-cucTonmdeckoro oorema (KCO) JIK
¢ 150 no 137 mx (p=0,034), KOHEYHO-AHACTOIHIECCKOTO
oovema (K10) JIXK ¢ 220 mo 201 M (p=0,044), ymenbe-
Hue @K XCH mo NYHA na >1 y 29 (53,7%) nmamueHToB

poru CTUMyJIsiiun, COIpOTHUBJICHUEC

OJICKTPOJOB. ITocne NoIyucHus

YAOBJICTBOPUTCI/IbHBIX TAapaMETPOB
IPOBOAUJIIOCH TCCTUPOBAHUC arlIla-

para ¢ UCIOJb30BaHUEM HIpOorpam-

maropa Omni (Impulse Dynamics,

Iepmanusi) ¢ HCIOJIB30BAHUCM

NepexXoJH1Ka, KOTOpI:II71 TIOAKIIIO-

yaJscs K KaxjaoMy aekrpony. [lpu
9TOM NOJOUPAIHCh U OLIEHUBAIUCh

Tabnuua 2.
Humpaonepayuonnsle napamempul Inekmpooos, nacmpoiika MCC mepanuu
P-Bonna, MB, M+SD 2,4+0,9
RV curnan, mB, M+SD 18,6+5,4
LS curnan, MB, M+SD 15,74£5,9
Iopor crumynanuu RV, B, M+SD 1,1+£0,3
ITopor crumynauuu LS, B, M+SD 1,2+0,4
Awmmnutyna MCC ctumyios, komdopTHas s nanuenra, B, M+SD | 6,5+1,0
Huckompopt nmpu MCC Tepanuu-cHIKeHHE apameTpos, n (%) 32(52,4)
Juckompopt npu MCC Tepanuu - peno3uius >1ekTpoos, n (%) | 16 (26,2)

HUHTCEPBAJIbl U TOYHOCTH HAHCCCHUA

Ipumeuanune: MCC - MOgynaLuu cepieuHONH COKPaTUMOCTH.
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(p=0,015), yBenuuenue THIX ¢ 265 no 343m (p=0,029), a
TaKKEe YJTydlIeHHE KaueCTBa KU3HHU COIIACHO OIPOCHUKY
MHFLQ ¢ 46,1 no 35,8 6amios (p=0,042). Cpeauuii mpo-
LIEHT TePaneBTUYECKOHN cTuMynsauu coctaBui 92,6+9,2%
3a Bce BpeMsi HaOIIO/ICHHSI.

Jlanee ObuIM NpoOaHaANM3UPOBAHBI JIaHHBIE B TOA-
rpyniax MalueHToB, B 3aBUCUMOCTH OT JTHOJIOTHH
XCH. 3a 25 mecsneB Habnronenus B noarpymnmne MKMIT
(41 nmaumeHToB) JeTanbHOCTh cocTaBmwia 12,2% (5 na-
11eHToB), a B noarpynne HKMII (20 nanuenTtoB) - 10%
(2 maumenTa). [lpu4yuHBI cMEpTH HE pasiauyaiuch (Je-
rxomrieHcanusi XCH). IManuentsr B nmoarpynne MKMIIT
nokazanu 3Haunmoe yrnyumienne ®BJDK mo Simpson ¢
31,9% no 36,7% (p=0,038), camxenune KCO JIK ¢ 148
10 139 ma (p=0,042), ymenbinenne K XCH mo NYHA
Ha>1y 17 (47,2%) nauuentos (p=0,024), a Taxxke yBe-
muyenue THIX ¢ 259 no 323 M (p=0,039). B nmoarpynme
6onbpabIX ¢ HKMIT otmeuanocs yrnyumenue @BJIK mo
Simpson ¢ 33,2% 10 42,5% (p=0,015), camxenue KCO
JDK ¢ 165 o 135 mut (p=0,027), KO JIX ¢ 242 no 205

83,3

% nayneHToB

B Obuwas rpynna (n=54) W WUKMI (n=36) HKMIM (n=18)

Puc. 2. Chusicenue QyHKyuonaibHo20 Knacca Xpouu-
yeckoil cepoeunoil neoocmamounocmu no NYHA na
>1 6 nooepynnax nayuenmos 3a 25 mecayee Haoniooe-
Hus, 20e HKMII - umemuueckas kapouomuonamusi,
HKMII - neuwemuueckas KapouomMuonamusi.
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M (p=0,034), ymenbmienne @K XCH no NYHA na >1
y 15 (83,3%) mamuenTos (p=0,002), yBenuuenue TIIX
¢ 282 no 382 m (p=0,012), a Taxxke yaydnieHue Kade-
cTBa u3HM cornacHo onpocHuky MHFLQ ¢ 42,7 no
30,3 6amnos (p=0,029). ®K XCH ymenbummics Ha >1
kinacc y 53,7% mnanueHtoB Bo Bceit rpynme, y 47,2% B
noxarpynmne ¢ UKMII, u na 83,3% B noarpynne ¢ HKMII
(puc. 2). Ilpu ananuze AByX MOArpymI ObUIO BBISBIIE-
HO, yTo HKMII conpsikeHa co 3HaUMMBIM YJIydIIEHUEM
KauecTBa XU3HH, a TaKKe CPEAM IMAlUEHTOB 3TOH MOJ-
IpyNIbl HaONloaeTcs AOCTOBEPHO Yallle YMEHBbIICHHE
OK XCH > | ©K no cpaBHEHHUIO ¢ MalleHTaMH HUIIle-
muueckoit atnonornu XCH (83,3% u 47,2%, p=0,012) .
Uepes 25 mecsues MCC Tepanuu oTMedanach TEHJICH-
nust K yBenuueHnuto ®BJDK u o6beMHBIX MOKa3arenei y
nanuenToB ¢ HKMII, xoTs pe3ynbpTaTsl He UMEIU CTaTH-
cTUYeCcKol nocTtoBepHOCTH. IloydyeHHbIE OTJAJICHHBIC
pe3yJbTaThl MPEJICTaBICHbI B Ta0MI. 3.

[IpoueHT TepaneBTUUECKON CTUMYISIIIMM BO BCEX
noArpynmax npesbiman 90%. Y 2 6onpHbIX ¢ Optimizer
IVs co Bpemenem Bo3Hukia ®II, 4T0 yMEHBIINIO POLEHT
s¢dexrrBHOI Tepanuu. [ToMrUMO npencepAHBIX TaxHKap-
JIMHA Ha ATOT MapameTp TakXKe BIMSUIM YacThle JKEJTyl0d-
KOBBIE 9KCTPACUCTOJIMHU, HAPYILICHUSI aTPUOBEHTPUKYIISP-
HOH TPOBOANMOCTH, Koniebanust LS curnana n uMmnenanca
an1ekTpos1oB. CieyeT OTMETUTh, YTO YCTPOICTBa HOBOTO
nokosieHust Optimizer Smart peke TpeOOBaNIK MEpernpo-
rpamMupoBanus, uem Optimizer [Vs.

[Ipn oueHke WHIMBHIYaJIbHOH YYBCTBHUTEIBHOCTH
nanuenta Kk MCC tepanuu 52,4% NanyeHToB OMIyINAIH
BBIPKCHHBIN TUCKOM(OPT BO BpeMsi Tepanuy Ha MaKCH-
MaJIbHBIX TIapaMeTpax, YTO MOTPeOOBaI0 UX CHUIKCHHS.
JBoe (3,2%) OONBHBIX TOCJIC WUMIUIAHTAIIMK OILYIIATN
JIMCKOM(OPT TpH MHUHUMaNbHBIX Napamerpax MCC Te-
pamuu (axke IOCIE PETO3HULUH HKEITYIOYKOBBIX JJICK-
TPOJIOB), B PE3YJBTATE YEro OBUT OTKIIFOYCH OJIMH U3 JIBYX
CTUMYJIOB. BBISIBIICHO, UTO B MOCI€0NEepaliuOHHOM NTEPUO-
Jie IPOMCXOJIUT aJlanTanys nayueHTa K Bocrpusituio MCC
Tepanuu. Tak, yxe uepe3 3 Mecsla M0OCIe UMILIAHTALUU
y 16 nanmeHToB y/1anoch NOBBICUTH aMIUIUTY/y CTUMYJIOB
03 ONIYIICHUS UMU TUCKOM(OpTA.

Taonuua 3.
Omoanennvie pezynomamol MCC mepanuu 3a 25 mecayee naonrodenus
Bce nanmentst (n=54) HNKMII (n=36) HKMII (n=18)
[TapameTpsbl
HCXOIHO 25 mec. p* HCXOIHO 25 mec. p* HCXOIHO 25 mec. p*
V)
ﬁESJgK’ 7%, 32,2+46,1 37,6£5,4 10,026 | 31,9£6,2 | 36,7£5,6 |0,038| 33,2+6,8 | 42,5+4,3 | 0,015
ﬁ(jﬁ(;};[)l(, W 150,3+61,9 | 137+40,2 | 0,034 | 148+55,2 | 139+49,3 [ 0,042 | 165+61,3 | 1354+27,6 | 0,027
I\KAE:(S)];IH(, M 220+75,3 | 201+51,5 [ 0,044 | 213+68,1 | 202+68,4 | 0,053 | 242+89,6 | 205+62,7 | 0,034
Cumxenne OK
XCH >1, n (%) - 29 (53,7) 10,015 - 17 (47,2) 10,024 - 15(83,3) (0,002
TIIX, M,
MLSD 265+103 3434102 | 0,029 | 259+£99,8 | 323+103 | 0,039 | 282+115 | 3824754 | 0,012
MHFLQ, 46,1£9.4 35,8+7,2 0,042 | 48,8+12,6 | 39,5+11,3 | 0,06 | 42,7+8,6 | 30,3+6,4 | 0,029
6aasl, M£SD

[Ipumeuanue: P* - 10CTOBEpHOCTH pa3nnuunii BHyTPH TPYIITEI 4epe3 25 MECSIEB B CPABHEHNH C MCXOAHBIMH JTAHHBIMH
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OBCYXJIEHHUE MOJYYEHHBIX
PE3YJIBTATOB

B 2014 rony F.Giallauria n coaBT. mpoBeau MeTa-
aHanu3 3 PaHIOMU3HPOBAHHBIX HCCIICTOBAHHMA, IOKa-
3aBIIAN TOCTOBEPHOE YBEIMYCHHE ITUKOBOTO MOTpebIe-
nus xuciopona (PvO,), pesynsraros TIIX n xauecTsa
xu3Hu manueHToB ¢ XCH II-1II ®K no NYHA na ¢done
npumensiemoit MCC rtepanuu [9]. B 2016 rogy Ming Liu
7 COABT. B IMPOCIICKTUBHOM HCCIICIOBAHHUH ITOTYIHIH JI0-
CTOBEPHOE CHIDKCHHE O0IIEH CMEPTHOCTH ¥ CMEPTHOCTH
OT CepACYHO-COCYIUCTHIX COOBITHH B TPYIIIIC MAIUCHTOB
¢ XCH u ©BJIX 25-40% c nmmnantupoBanaeiMu MCC
YCTPOICTBAMH B CPAaBHCHUH C MMallMCHTaMH, HAXOIUBIITHU-
MHUCS Ha ONTHUMAIBbHON MEIMKAMEHTO3HOW Tepamuu Ha
22% u 32% COOTBETCTBEHHO, a TaK)KE CHID)KCHHUE 4YHCIia
rocnuTalu3alnii, CBA3aHHBIX ¢ JekomireHcaruein XCH
Ha 30% mpu cpoke HabmomeHus 75 mecsues [10]. Cre-
IyeT TaKke OTMETHUTh KPYIMHOE PaHIOMHU3UPOBAHHOC
MHoOroueHtpoBoe uccienoanue FIX-HF-5, kotopoe B
CBOC BpEMs CTall0 ONPEACIAIONUM B H3YYCHHH OTHA-
JIeHHBIX pe3ynapraroB MCC Tepanuu U mocitysxuino 6a3zoi
st nanpHermux uccneqopannii (FIX-HF-5C/C2 u mp).
FIX-HF-5 Bxmrouano 428 manuentos ¢ XCH. Hccieno-
BaHHWE TI0KA3aJI0 3a 6 MeCsIEeB HAOTIONCHUS JT0CTOBEPHOE
YMCHBIIICHUE YMCITa TOCMUTATH3AINHN U JIETaIbHOCTH (I10
TMOOBIM PUIHHAM) Y TTAITUCHTOB C IMILTAHTHPOBAaHHBIMHU
MCC ycrpoticrBamu [11]. [Ipu ananmsze sdpdexrnBHOCTH
B OTJAEIBHBIX IMOATPYIIAX MAllMCHTOB OBLIO YCTaHOBIIC-
HO, 9YTO 0COOCHHO BBIpa)XCHHBIC d((EKTH HAOTIONATHICH
y nauueHnToB ¢ 1 ®K no NYHA ¢ ®BJIK >25%. Bosnee
MOIPOOHO ATa MOATPYIINA MAICHTOB ObUIAa MPOAHAIH-
supoBana B uccienoBanuu FIX-HF-5C (160 GonpHBIX C
XCH n ®BJIX 25-45%). Cpokn HaOIIOACHNS COCTABIIIN
6 MecsIeB. BpUIO BBIABICHO JOCTOBEPHOC YBEIMYCHHE
PvO, na 0,82 mu/kr/mun, THIX wa 33,7 M, yaydmenue
Ka4eCcTBa XU3HU OONBHBIX Ha 12 0alioB, yMCHBIICHHE
O®OK XCH no NYHA na >1 ®K 'y 81% nauuenros. Takxke
OBLIO MTOKA3aHO TOCTOBEPHOE CHIMYKCHUE CEPIICIHO-COCY-
JTUCTOH CMEPTHOCTH M YACTOTHI TOCHUTAIH3AIIHS I10 I10-
Boay XCH [12].

B Hactosimiee BpeMs HE CyIIECTBYET OJHO3HAYHOTO
MHEHUS, ecTh Jin pasHuna B a¢¢pexrnBHOCcTH MCC Tepa-
MU y ManueHToB ¢ pasnuuHoit stuonorueit XCH. Tak,
A.Kadish u coast. [11] moka3zamu, yro 3tuonorus XCH
noctoBepHo He Biusia Ha OK XCH, TIIX. Exunuynbie
HAOJIOJICHUS OMICHIBAIOT TaK HA3BIBAEMBIX CYIICP-PECIIOH-
JICPOB CPEIH MAIMICHTOB C TMIATAIIHOHHON KapIHOMHOIIa-
tue [13]. B To xe Bpemsi, 1O JaHHBIM OPUTHMHAIBLHOTO
oTeuecTBeHHOro wuccienoBanus [14] auHamuka OxoKI
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nokasarenieit KJ1O JDK u KCO JIK ommuanacs B rpyn-
max MalUeHTOB C WIIEMHYCCKOW W HEKOPOHAPOTCHHOM
kapauomuonarueii 3a 1 u 2 roga waomonenus (p=0,036 u
p=0,0003 s KJO JDK u p=0,007 u p<0,001 mns KCO
JIK), 3a cuerT HMCXOHBIX 3HAYCHHWU mapameTpoB. [lpu
UCKJIFOYCHUU HCXOJHOM TOYKHM JWHAMHKA B JBYX TPYyII-
max ObUTa HE3HAYMMOU. AHaJIN3 aOCONIOTHBIX 3HAUCHUI
OBJDK mokasan 3HaYuMbIe pa3auyuus B ABYX TpYIINax de-
pe3 12 u 24 mec. MCC tepanuu, (p=0,03 u p=0,01). On-
HaKo, IMHaMKKa IT0Ka3aTessi B 00eHX IpyInax J0CTOBEPHO
He paznuyanack (p=0,09).

BaXHO OTMETUTh UHAMBHUIYATBHYIO (DU3HUYCCKYIO U
MICUXOAMOITUOHATBHYI YYBCTBUTCIBHOCTh IMAIUCHTOB K
MCC tepanuu. [1o HammM gaHHBIM, 00JICe YeM B TIOJIOBU-
He ciyyaeB (52,5%) nmorpeboBaaoCch HHTPAOTICPALIUOHHOE
CHIDKCHHEC MapaMeTPOB CTUMYJLIMH B Tpeaeiax dpQek-
TUBHOTO JMara3oHa BO BpPEMsl OIepanuu. B OCHOBHOM,
CHIDKAJIACh aMIUIUTya CTUMYNOB (110 yMomdanuto 7,5 B),
pEeXe JUTUTENLHOCTh UMITYNIbca (10 yMoIUaHuio 5,14 Mc).
VY 16 (26,2%) naiueHToB moTpedoBaiach HHTPAOIICPAIU-
OHHAsl PCTO3UIUS KEITYITOYKOBBIX SJICKTPOIOB M3-3a BBI-
paskeHHOTO AuckoM(popTa NpU TEPAUK HA MUHHMAIBHO
BO3MOXKHBIX ITapaMeTpax.

Ozpanuyenus uccnedo6anus

OTCyTCTBHE TpPYIMIbl KOHTPOJS SIBISICTCS CYIIe-
CTBCHHBIM OIpaHHUYCHHEM B JaHHOM HccienoBaHud. OT-
CYTCTBOBaJI MOJHOIICHHBIA aHAJIHM3 BIMSHUS MCIMKAMCH-
TO3HOHM Tepamuu. HemocrarouHasi BEIOOpKA MAI[UCHTOB C
HEHUIIIEMHYECKON KapIMOMUOIIATHEH.

3AKJIIOYEHHUE

VYerpoiicTBa At MOILYJSILMM CEPAEYHOM COKpaTH-
MoOCTH 3P QPEeKTHBHEI NpH JiedeHnn naruenToB ¢ XCH II-
IIT ®K mo NYHA, ®BJIX 20-40%, mmpHHON KOMILICK-
ca QRS <130 mc. BpIsgBIEHO MOCTOBEpHOE YIyUIIICHHE
DOBIIK, cumxenne oobemubix mokaszarenein JDK u OK
XCH, ysemmuenne TIIX, a Taxke yiaydmIeHHE KadecTBa
JKU3HU OONTBHBIX Uepe3 25 mecsiieB HaOmoneHus. Hammane
HEHMIIEMUYECKON KapANOMHOIIATHN OBLIO ACCOIMUPOBAHO
¢ nyumeit auaamukoi camkerns @K XCH u ymydmennem
KauecTBa JKM3HU MalMeHTOB. HecMOTps HAa TEHACHIHNIO K
yBenmuennto OBJIK 1 00beMHBIX MOKa3aTenet y mamu-
entoB ¢ HKMII, pe3ynbrarbl HE UMENHU CTaTUCTUUYECKOM
3HAYMMOCTH. BO3MOXHO, HOBBIC IJTUTEIBHBIC UCCIIEIOBA-
HUSI Ha OOJBIICH TOMYJISINH TTO3BOJIAT ONPEIEIUTD ONTH-
MainbHble okazanusd kK MCC tepanuu u CiporHO3UpPOBaTh
3 (EeKTUBHOCTh y MAIMEHTOB C Pa3JIMYHON 3THOJIOTHEH
XCH. Nmmnma"Tanus KapIuoOMOAYIHPYIONNX YCTPOUCTB,
MX HACTpOIKa 1 aMOyIaTOpHBII KOHTPOJIb, TPEOYIOT NH/IH-
BUIyaJIbHOTO MTOJX0/1a JUISl KaXK/I0TO MAIEHTA.
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AHTUTPOMBOTUYECKA S TEPAITUS ITOCJIE VCITEIIHOM SHJOBACKYJISIPHOI OKKJIIO3UU
VIIKA JJEBOT'O ITPEJICEP/IMS Y TALIMEHTOB C HEKJIAITAHHOM ®UBPUJIISIIUEN [TPECEPINIA
U BBICOKUM PUCKOM KAPANOSMBOJINMYECKOI'O UHCVYJIBTA
K.B.dapran', [.LFO.Cumounsu!, A.I. Tonusu', A.A.Kaxeméepr', C.H.Kopeuxuii', /I.C.Jledenen’,
E.B.Mepky.ios®, A.b.Pomanos?, I1.B.Mo3roBoii’

'@OI'BY «HauuonanbHvlit MEOUUUHCKULL UCCIEO06AMENbCKUIL UEHMP MEPANUL U NPODUIAKMUYECKOU MEOUYUHBL)
Mumnszopasa Poccuu, Mockea, [lemposepuzckuii nep., 0. 10; *@I'BY «HayuonanbHlii MeOUyUHCKUIL UCC1e006a-
mensvckuil yenmp um. B.A.Anmazoean Munzopasa Poccuu, Cankm-Ilemepoype, yn. Akkypamosa, 0. 2; *®@I'BY
«HayuonanvHulit MeOUUUHCKUIL Ucciedosamenvckuil yenmp kapouonozuu» Munzopaea Poccuu, Mockea, 3-s
Yepenkosckas yi., 0. 154; *@I'BY «HauuonanbHolil MEOUYUHCKUIL UCC1E006aMeNbCKULL UEHNP UM. AKAOEMUKA
E.H Mewanxunay Munszopasa Poccuu, Hosocubupck, Peukynoeckas yi., 0 15; *Knunuxa Ne 1 Bonzozpaockozo
20Cy0apcmeennoz0 MeOuyuncko2o ynueepcumema, Poccus, Bonzozpao, yn. Hukumuna, o. 64.

Heanb nccienoanmsi. OLEHUTH AaHTUTPOMOOTHYECKYIO TEPAITUIO TIOCIIEe UMIUTAHTALUH OKKIIIOIEPOB YIIIKa JIEBOTO
npencepaus (OYJIIT) Watchman Device (WD) u Amplatzer Cardiac Plug (ACP) y maiiueHToB ¢ HeKJIanaHHOM (GUOPHILIS-
nueit npencepauii (PIT), kKoTOpbIe HE MOTYT AIUTENILHO IPUHUMATh HiepopaibHblie anTHKoary IstHThl (ITOAK).

Marepuan 1 MeTOIbI HccieioBanns. B nccinenopanue BmodeHo 200 nanueHToB ¢ HeknananHoi @IT u nportuso-
MOKa3aHUSIMH K JUTUTEIBHON aHTHKOATYJISTHTHOH Tepanuu. [locie npoBeneHus npeaBapuTesIbHOro 00CIIeIOBaH s BCEM Ia-
LIMEHTaM BBIIOJIHEHA MMIUTAHTALHS OJTHOTO U3 OKKIIIO3Upyronmx ycrpoiicts - WD (Boston Scientific, Natwick, MA, USA)
mwm ACP (St. Jude Medical, Plymonth, MA, USA). ITaiuents! Obutn pacnpenenenst Ha 2 rpymisi: WD (n=108) u ACP
(n=92). IMocne ycnemnoii nmrutantauny OYJIIT nanmenTam 10 MokazaHUsIM Ha3HaYajlach aHTUTPOMOOTHYECKAsT TePaIHs.
3a neproy; HaOMOIeHUsT ObUTH TIPETYCMOTPEHBI KOHTPOJIbHBIC BH3UTHI uepe3 45, 90 u 180 nHeil mocie BMenarensCcTBa, a
TaKoKe Teae()OHHbIA KOHTAKT C MAIMEeHTOM JIM0O0 ero pojicTBeHHUKamMH depe3 12 mecsues. Uepes 45 u 180 queit nociie nm-
ruantannu OVYJIIT npoBoauim dpecnuieBogayo sxokapauorpaduto (UI1-3xoKID'). B kauecTBe cOOBITHI KOHEYHOW TOUYKN
3 PEKTUBHOCTH pacCMAaTPUBAIIN: UHCYJIBT/CUCTEMHBIC IMOOIINH, TPOMOO03 YCTPOICTBA, CMEPTh, CBSI3aHHYIO C IPOLCTYPOI.

Pe3yabTarhl. 3a BpeMs HAOIIOAEHUS UILIEMUYECKUIT HHCYJIBT MPOM30MEN y S manueHToB u3 rpynst WD (4,8%). Otu
nanueHTsl uMen 4 u 6onee 6asnop no mkane CHA, DS, -VASc, 1 uM HazHa4anuch pasjivMyHble KOMOMHAIMK aHTHTPOMOO-
THYECKOH Teparuu, 3a UCKIIOUCHNEeM Ha3Ha4YeHHs Bap(aprHa, B TO BpeMs Kak, y marueHToB u3 rpynnsl WD ¢ 4 u Gonee
6anamu no mxane CHA, DS -VASc, npunumaBmmx sapdapus, He 66110 TpoMOosMOonuyueckux coObituid. B rpynme ACP
SMM30/10B HAPYIIECHNI MO3rOBOro KpoBooOpaieHus He ormeueHo (4,8% u 0%, p=0,062). IIpu npoBeneHuH KOHTPOIBHON
UI1-2x0KTI" yepes 45 aueit mocne umruiantayu OYJIIT ObUT BBISIBICH TPOMOO03 YCTPOUCTBA 0€3 CUCTEMHBIX TPOMO0IMO0-
JIMYecKuX ocioxHeHuit B rpynmne WD y 3 (2,9%) nanuenrtos, Torna kak B rpyrie ACP moqo0HbBIX citydyaeB BBISBICHO HE
66110 (2,9% u 0%, p=0,251). CymmapHast 9acToTa COOBITHI KOHCUHOH TOUKU 3PEKTUBHOCTH cocTaBma 4,6%: 8 coObITHIT
(7,6%) B rpyrmme WD u 1 cobsiTre (1,1%) B rpynne ACP (1 nauument B rpyrne ACP ymep B TedeHHe NepBbIX 6 HEENb MocIie
ycnemHoi nmmantanuu OYJII; naTtonoroaHaTOMUUECKOro BCKPBITHS HE TPOBOIMIIOCH, TOITOMY TOUHAs IPUYMHA CMEPTU
HemsBectHa) (p=0,038). AHanu3 BebKkHBacMoCTH o Metoay Karmana-Metiepa nmoarsepant, uTo B rpymme WD prck HeOna-
TOTPHUSITHBIX COOBITHI KOHCYHOM TOUKHU I(PPEKTUBHOCTH OBbLI 3HAYMMO BhImIe, ueM B rpymme ACP (p=0,027).

3akuouenmne. [Tocne nmmiantanun okkimonepa ACP Bo3moxna ormena [IOAK u HazHauenue j11000it U3 JOMycTH-
MBIX, IPUMEHSEMBIX B KIMHUYECKON MTPAKTHKE, KOMOMHAIIMN aHTUTPOMOOTHYECKHUX ITPENaparoB, YT0 0COOCHHO aKTyallb-
HO y NanueHToB ¢ nporusornokazanusiMu K [IOAK 1 04eHb BHICOKUM PUCKOM MHCYINBTA, Hy>KAaomuXxcst B 3G dexTuBHON
HEMEAMKaMEHTO3HOH MpoduiakTiuke HHCyabTa. [lanmentam B Bo3pacte 70 JieT U crapiie ¢ CyMMOH OaiioB 1Mo IIKaie
CHA_DS,-VASc >4 n uHCy/IbTOM B aHaMHe3€ 10CJIe MMILIaHTaluK oKkitoaepos Watchman Device pekoMeH10BaH 1pHu-
eM BapdapuHa.

KuroueBblie ciioBa: GuOpHLISILNS TPESACEPANIL; OKKITIOAED YIIKa JIEBOrO Mpeacepans; NpodHIakTHKa HHCYIIbTa,
antuTpomboTuueckas tepanus; Watchman device; Amplatzer Cardiac Plug
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ANTITHROMBOTIC THERAPY IN PATIENTS WITH NON-VALVULAR ATRIAL FIBRILLATION AND
HIGH RISK OF STROKE AFTER SUCCESSFUL ENDOVASCULAR LEFT ATRIAL APPENDAGE
OCCLUSION
K.V.Davtyan', G.Yu.Simonyan', A.H.Topchyan', A.A.Kalemberg', S.N.Koreckiy', D.S.Lebedev?,
E.V.Merkulov’, A.B.Romanov*, P.V.Mozgovoy*

'National Research Center for Therapy and Preventive Medicine, Russia, Moscow, 10 Petroverigsky lane; *Almazov
National Medical Research Centre, Russia, Saint-Petersburg, 2 Akkuratova str; *National Medical Research Centre
of Cardiology, Russia, Moscow, 154 3-rd Cherepkovskaya str; *“Meshalkin National Medical Research Centre, Russia,
Novosibirsk, 15 Rechkunovskaya str; *First Volgograd Medical University Clinic, Russia, Volgograd, 64 Nikitina str.

Aim. To assess the antithrombotic therapy after left atrial appendage occlusion (LAAO) with the Watchman device
(WD) and Amplarzer Cardiac Plug (ACP) for stroke prevention in patients with nonvalvular atrial fibrillation (AF) with
contraindications for long anticoagulation therapy.

Methods. 200 consecutive patients with nonvalvular AF and contraindications to oral anticoagulation therapy with
contraindications for long anticoagulation who undergone LAAQO implantation using WD (n=108; WD group) and ACP
(n=92; ACP group) were enrolled into this study. Antithrombotic therapies were prescribed after successful LAAO im-
plantation according to indications. Patients were followed at 45 days, 3, 6 and 12 months after enrollment. At each
follow-up visit the data regarding clinical events and healthcare utilization were collected. Transesophageal echo (TEE)
was perfomed at 45 days and 6 months after successful LAAO implantation. The efficacy end point was the composite of
transit ischemic attack (TIA)/stroke, device thrombosis and procedure-related death.

Results. During the follow-up TIA/stroke has occurred in 4.8% of patients in the WD group with no such events in
ACP group (4.8% vs 0%, p=0.062). These patients had 4 or more points on the CHA DS,-VASc, and they were prescribed
various combinations of antithrombotic therapy, except warfarin, while patients from the WD group with 4 or more points
on the CHA DS,-VASc score taking warfarin had no thromboembolic events. Device thrombosis during TEE at 45 days
after successful LAAO implantation was confirmed in 3 patients (2,9%) with WD with no such events in ACP group
(2.9% vs 0%, p=0.251). The efficacy end point events in all groups were 4.6%: 8 events in WD group (7.6%) and 1 case in
ACP group (1.1%). One patient in the ACP group died in 6 weeks after LAAO implantation. No autopsy was performed;
therefore, the exact cause of death was not determined (p=0.038). Survival rate showed significantly higher rate events in
WD group versus ACP group (p=0.027).

Conclusion. Any combinations of antithrombotic therapy could be prescribed to patients with contraindications for
anticoagulant therapy and high risk of stroke who undergone successful (LAAO) implantation with Amplatzer Cardiac
Plug. It’s possible to cancel oral anticoagulants in this patient. Patients aged 70 and older with a CHA DS ,-VASc >4 and
a history of stroke are recommended to take warfarin after successful Watchman Device implantation.

Key words: atrial fibrillation; left atrial appendage occlusion; stroke prevention; antotrombotic therapy; Watchman
device; Amplatzer Cardiac Plug
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Oubpumsinust npeacepauit (PII) - pacmpocrpa-
HEHHOE HapyIlIeHHUE CePJeUHOTO PUTMA, KOTOPOE CBSI3aHO
CO 3HAYUTENILHBIM IOBBINICHHEM PHUCKa WHCYJIbTA W/WIIN
cucteMHbIX aMOomuii (CD) u cmeptu. [1o coBpeMeHHBIM
nanuabM [1-3], 20-30% Bcex HIIEMHUYECKUX HHCYJIBTOB
npoucxonut Beneactsue PII, a B cTpykType Bcex HH-
cynbToB y 00bpHBIX DIT 107151 KapIMO0IMOOINYECKOTO HH-
cynpra cocrasisger 65%. McrounnkoM TpomM0O03MO0oIHid
npu OII game Bcero (B 90% cnydaeB mpu HEKJIalaHHOM
@I1, B 57% - npu kianannoi OII) siBisiercs yiko JeBoro
npencepaus (YJIII) [4].

OCHOBHBIM CIIOCOOOM MPOQIIAKTUKHA TPOMOOIM-
OONTUYUCCKUX OCIIOKHEHHH y OombHBIX DI siBisiercst 1ytu-
TenbHas ((haKTUUECKM MOXKU3HEHHAs)) aHTHUKOATyJISTHTHasI
Tepanusi. MHOTOUNCICHHBIE HCCIIEN0BAHMUS MOKA3aIH, YTO
JICYCHNE AHTUKOATYISHTAMH 3HAYUTEIbHO CHMXKAET PUCK
nHcynbra / CD, HO MU 3TOM HEPEIKO COMTPOBOXKIACTCS TI0-
604HBIMU (deKTamMu, Cpe KOTOPBIX CAMBIMU OTTACHBIMHU
SIBJISIFOTCSl TEMOPParnieckue OCIOKHEHHs! (0COOEHHO BHY-
TPUYEPEIHbIE U JKEIYJOYHO-KHUIIEYHbIE KPOBOTEUEHMUS),
KOTOpBIE B psifie CIIy4aeB MOTYT OKa3aTbCsl (haTajbHBIMU
[5]. B Takux ciy4asx CTaHOBSTCSI aKTyaJbHBIMU CIIOCOOBI
HEMEIMKaMEHTO3HO! NMPO(UIAKTHKA WHCYIIBTA, OIHUM U3
KOTOPBIX SIBJISIETCS SHAOBACKYISIPHAS UMIUIAHTAIHS CHeLU-
aNbHBIX YCTPOMCTB, u3oiupyromux YJIII, Ha3pBaeMbIX
OKKJIFOZIepaMU. B COOTBETCTBUU ¢ MEXTyHapOIHBIMU KITH-
HUYECKUMHU PYKOBOACTBAMH, 3HAOBACKYISPHYIO H30JIALHIO
VIIIT pexoMeHTyeTcs BBINOIHATH MAIlUEHTaM C HEKJIaaH-
HOH DI 1 BBICOKUM PHUCKOM HHCYJIBTa, KOTOPBIM ITPOTHUBO-
MOKa3aHa JAJIUTENIbHAs aHTUKOATYJISTHTHAS TePartysl.

ITockonbKy OKKIIFOZIEp SIBISETCSI HHOPOJHBIM TEJIOM,
Ha €ro MOBEPXHOCTH MOTYT 00pa30BBIBaTHCSI TPOMOBI, 110-
3TOMY 10 MOMEHTA 3HJOTENN3AIIH YCTPOICTBA MAIUEHThI
JIOJDKHBI OJTy4aTh aHTUTPOMOOTHYECKYIO TEPaIInIo.

VYuuteiBasi, uro okkimonepbl YJIIT (OYJIII) mpen-
HA3HAUeHB! JUIsl MAI[EHTOB C NMPOTUBONOKA3aHUAMU JUIS
HA3HAUCHMs AHTUKOATYJISHTOB, B PEAJIbHOW KIMHUYECKOM
MpaKkTUKe manueHtaMm nocie ummiantanuu OVYJIII 3aua-
CTyI0 HE Ha3HAYaloT 3TH IpenapaTsl, COKPAIAIT CPOK
JIBOMHOW aHTHArperaHTHOM Tepanuu, HCHOIb3YIOT Iep-
opanbuble antukoaryiasHtel ([IOAK), orpannumBarorcs
MOHOTepanueil aHTHarperanTaMiu Wid BOBCE HE Ha3Haua-
I0T aHTUTPOMOOTHYECKyI0 Tepanuio [6]. Bmecte ¢ Tem,
rocse UMIuIaHTanuu yerpoiicrsa Watchman Device (WD)
PEKOMEHIyeTCsl MCIOIb30BaTh MPOTOKOT aH-
TUTPOMOOTHYECKOH TOJAEPIKKH, HPUMEHSB-
1IMics B PaHIOMU3UPOBAHHOM KIMHUYECKOM
nccnenosaunu (PKM) PROTECTAF [7] wu
PREVAIL [8]. Llenecoo0Opa3Ho Ha3HAYATh Bap-
¢apus c uenessiMu 3HadeHusiMu MHO 2,0-3,0
B KOMOMHAIMHN C aleTUIICATUIIMIOBON KHCIIO-
toit (ACK). Ilocrie nmMmiaHTanum ycrpoicrsa
Ampltatzer Cardiac Plug (ACP) npunsrto Ha-
3HavaTh koMOuHaiuio ACK u xinomumorpena
[9]. Bce 3Tv moxo/b! MOKa HE U3y4YeHBI B paM-
kax PKU u sBns10TCA 4acThIO TOKAIBHBIX IIPO-
TOKOJIOB PA3JIMYHBIX MEUIIMHCKUX [IEHTPOB, a
HE PEKOMEHJOBAaHHOW MEIMIMHCKUMH CO00-
1IeCTBaMHU O(pHUINATBHON TAKTUKOH JICUeHHSL.

B nameit ctpane B 2015-2017 rr. Boep-
Bble OBLT CO3/1aH PETUCTP C y4acTHEM 5 Me-

HMWLL TM (n=40)

HMWL| kapauonorum
(n=40)

HMWL wm. Anam3oBa
(n=40)

. (n=200)
HMWL] um.
MewankuHa (n=40) Mpynna ACP (n=92)
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JIMIIMHCKUX [EHTPOB W3 pa3HBIX DPErHOHOB, B paMKax
KOTOPOTO CPaBHWIM OMiKalIine W OTAalNEHHBIC HCXOJIbI
nmmuianTanuu okkmonepos WD u ACP y manuenrtos c
Hexsananuoit ®I1, koTopble HE MOTYT JUTUTENBHO TPUHH-
Marh NepopajibHble aHTUKOATYISHTHL. JlaHHbIE Ba BUIA
YCTpOMCTB Hambosiee HIMPOKO INPHUMEHSIOTCS B MHPO-
BOW TPaKTHKE W 3apEruCTPHPOBAHBI JUIsl TIPUMEHEHUS Ha
tepputopuu Poccuiickoit ®enepanuu. beuto nposeneHo
CpaBHEHHE 10 0e30MacHOCTH TPOLEIYPbl MMIUIAHTAIN
n 3 deKTHBHOCTH NPO(UIAKTHKH KapIHOAIMOOINIECKUX
OCJIOXHEHUIl B MOCIEONEPALOHHOM IIepHoae. DTU JaH-
HBI€ TIPE/ICTaBJIEHbI B MHOCTPAaHHOM KypHaie [10].

Lenbto pa®oThl SBIAETCS OMPENENeHHe OCOOCHHO-
cTell aHTUTPOMOOTHUECKOH Teparuy 1Mociie UMIUIAHTAIN
OKKJIIOJICPOB YIIIKa JIEBOTO MPeICEepIusl, NPUMEHSIBILICHCS
B JIAaHHOM HCCJIC/IOBaHUH.

MATEPHUAJIBI U METOJbI
HCCIEJOBAHUA

OTKpBITOE MHOTOIICHTPOBOE TIPOCIIEKTUBHOE He-
PaHIOMU3NPOBAaHHOE CPABHUTEIHHOE HCCICTOBAHUE BBI-
moJHeHo B mepuox ¢ mas 2015 . mo mexadbps 2017 . B 5
uentpax PO: OI'BY «HauuonanbHbIA MEAMLMHCKUIA HC-
CIIEZIOBATEIbCKUIA [EHTP TEParmuy W MPO(UITAKTHIECCKON
MeauuHb M3 PO (1. Mocksa); ®I'BY «HanmoHanbHbIH
MEIUITUHCKIHA FCCIEOBATEIBCKIA TIEHTP KapaIuOTIOTHN
M3 P® (1. Mocksa); ®I'BY «HannoHaJIbHBIH MEIWITMH-
CKMI ucciiefoBaTesbckuil neHTp um. B. A. AnmazoBa»
M3 P® (r. Cankr-IlerepOypr); ®I'BY «HaumonanpHbIH
MEIULMHCKUI uccienoBatesbekuil nentp um. E. H. Me-
mankuHay M3 PO (1. HoBocubupcek); MHoronpoduisHas
kinHuka Nel Bosrorpaackoro rocyiapcTBEHHOIO MEIH-
nuHCKOro yHuBepcurera (T. Bomrorpam). MccnenoBanme
CIIOHCHUPOBAaHO MUHHUCTEPCTBOM 37paBoOXpaHeHust Poc-
cuiickoit Dexepannu, KoTopas BhIOpajia KIMHUKA yda-
CTBYIOIIHE B JAHHOM HMCCIICIOBAHUH U Pa3IeNnia KOJImde-
CTBO BKJIFOUEHHBIX HAIHEHTOB 110 KJIMHUKAM.

Kputepun BKIIOYEHHS B HCCIICAOBaHHE: BO3PACT
crapmie 18 nert, mapokcu3MaabHas, IEPCUCTHPYIOMIAS HITH
moctostHHAs popma HexmananHoi DI, BRICOKHN pHUCK WH-
cynera / CO (cymma Gamnos no mxane CHA,DS -VASc
>2 y My>X4YUH H >3 y )KCHIIUH), OTCYTCTBHE BO3MOKHOCTH
JUTATEIIEHOW aHTUKOATYISTHTHOW TEparuy, MHCEMEHHOE
WHPOPMHUPOBAHHOE COTTIACHE HA YUACTHE B MICCICIOBAHUM.

)

i
rd k Fpynna WD (n=108)
NaumenTnb!

C HeKNnanaHHom ™\
®N u BbICOKUM
pUCKOM e,
. TpomGoambonuueckux u
. remoparnyeckux
. OCnomHeHwd

N

KnuHuka Ne 1 BrMy
(n=40)

Puc. 1. /luzaitn uccneoosanus.
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OPUT'MHAJIBHBIE UCCIIEJJOBAHM A

Kpurepun uCKiIIOueHHS U3 UCCIIEIOBAHMS: TSDKENbIC
COIYTCTBYIOIINE 3a00JICBaHUS C OXHMJAEMOU IPOJOIKH-
TENILHOCTBIO )KMU3HU MeHee | To1a, MaTosIorus KJIaliaHHOTO
armapara cepiua, TpeOyromas XHpyprudeckod Koppek-
LIUH, OTKA3 OT Y4acTHs B UCCIICJOBAHUH.

[Tocne mpoBeneHus: MpeABAPUTENHLHOTO 00CIEn0Ba-
HUSI BCEM MAlMEHTaM BBIIOJIHEHA MMILUIAHTALHUS OJJHOTO
U3 OKKIto3upyronumx ycrpoicts - WD (Boston Scientific,
Natwick, MA, USA) wmu ACP (St. Jude Medical,
Plymonth, MA, USA). CooTBEeTCTBEHHO, MaEHTHI ObLIH
pactipezenensl Ha 2 rpynmsl: WD (n=108) u ACP (n=92)
(puc. 1). UccnenoBanne ObUIO HEpaHJIOMU3UPOBAHHBIM,
MI03TOMY BBIOOP OKKITFO3MPYIOILETO YCTPOHCTBA OCTaBaJICs
Ha YCMOTpEHHE Bpaya B 3aBUCHMOCTH OT aHAaTOMHUH YIIIKa
1 HaBBIKOB KOHKpPETHOW omepupyromeid opurazasl. [Tocie
yenemHoll ummiuantanun OVYJIII nmanuenTam Ha3Ha4aIu
AHTUTPOMOOTHYECKYIO TEPAIHIO, KOTOpast He OblIa CTPOro
periaMeHTHpOBaHa IPOTOKOJIOM HCCIICJOBaHUSI U OCTaBa-
J1ach Ha YCMOTPEHHE JIeYaIlero Bpaya.

JTMTENBbHOCTh MPOCHEKTUBHOTO HAOIIONCHUSI CO-
craBuna 12 wmecsineB. 3a mnepuon HaOmOneHHs ObUIM

27

MIPETYCMOTPEHBl KOHTPOJIbHBIE BU3UTHI 4epe3 45, 90 u
180 nmHei mocie BMEIIATENbCTBA, a TaKKe TeJaeOHHBIN
KOHTaKT C TAIMEeHTOM JIM00 €ro poJICTBEHHHKAMH uepe3
12 mecsnes. Yepes 45 u 180 nHell nocie MMILIaHTAIMU
OVJIIT npoBoAMIN YPECTUIICBOAHOE AXOKAPIUOPIUOTPa-
¢uueckoe uccnenopanue (UI1-OxoKI'), uepes 180 mueit -
TpancTtopakanbuyto IxoKI. ITpu nposeaennn UIT-OxoKT
OLICHMBAJIM TIOJIOKEHHE YCTPOMCTBA, HaJM4YMe TpoMOo3a
Ha €ro MOBEPXHOCTH U OCTATOUHOro kKpoBoToka B YJIII.

B kauectBe coObITHIT KOHEUHOI TOYKH Y3PPEKTHBHO-
ctu npodunakTrky nHeyasTa / CO pacemarpusaiu: 1) uH-
cyneT/C3; 2) TpoMO03 yCTpoiicTBa; 3) CMEPTh, CBA3aHHYIO
¢ npouenypoit. [Ipy BOZHUKHOBEHWM HMHCYJbTA JUArHO3
MIOATBEPKJAJTH [IPU TTIOMOIIH KOMITBIOTEPHOW TOMOTrpahun
WJIN MarHUTHO-PE30HAHCHAs TOMOTpa(uy roJIOBHOTO MO3-
ra. Tpom003 ycTpoiicTBa Bepu(HUIUPOBAIN TIPU TOMOIIH
UII-Ox0KTI, koTOopyto MpOBOAUIN BO BpPEeMsI KOHTPOJIBHBIX
BU3UTOB Yepes 45 u 180 gueit.

Memoovt cmamucmuueckozo ananusa

Crarucruueckass 00paOOTKAa JaHHBIX BBITIOJHEHA
IIPY TIOMOIIM cTaTHcTHYeckor mporpammbl SPSS 23.0 for

Taonuuya 1.
Xapaxkmepucmuka nayuenmog c neknanannou @II (n=200)
Bce nanuenTsl I'pynna WD I'pynna ACP
IMoxa3zaresb (n:;OO) p(}I’FlOg) p}En:92) P
Bospacr, roger (M£SD) 66,8+7,8 67,0+7,9 66,7+7,6 0,488
Myskekoi o, n (%) 112 (56) 59 (54,6) 53 (57,6) 0,672
IMapoxcusmanbhast OI1, n (%) 58 (29) 30 (27,8) 28 (30,4)
[Mepcucrupyromas PII, n (%) 49 (24,5) 24 (22,2) 25(27,2) 0,539
[Mocrostanas ®I1, n (%) 93 (46,5) 54 (50) 39 (42,4)
CHA DS -VASc*, Me (25%; 75%) M£SD | 4 (3;5) 4,01£1,58 | 4(3;5)3,99+1,64 | 4(3;5)4,03+1,51 | 0,670
HAS-BLED*, Me (25%; 75%) M+SD 3(2;3)2,87£1,02 | 3(2;4)2,98+0,93 | 3(2;3)2,74+1,12 | 0,076
HAS-BLED >3 6ammog, n (%) 124 (62) 74 (68,5) 50 (54,3) 0,040
KpoBoteuenus B anamuese, n (%) 79 (39,5) 36 (33,3) 43 (46,7) 0,053
AptepuanbHas runeprersus, n (%) 166 (83) 98 (90,7) 68 (73,9) 0,002
AprepuanbHas runeprensus 1 ct., n (%) 24 (14,5) 8(8,2) 16 (23,5)
AptepuanbHas TIepTeH3us 2 ct., n (%) 44 (26,5) 31 (3L,6) 13 (19,1) 0,011
AptepuanbHas THriepTeH3us 3 ct., n (%) 98 (59) 59 (60,2) 39 (57,4)
Caxapublit quader 2 tuna, n (%) 60 (30) 33 (30,6) 27(29,3) 0,853
Wudapkr muokapsa B anamuese, n (%) 33 (16,5) 19 (17,6) 14 (15,2) 0,652
Wncyner / TUA B anamuese, n (%) 67 (33,5) 32 (29,6) 35(38) 0,209
Nmemudeckuiit ”HCYIBT 51 (76,1) 21 (65,6) 30 (85,7) 0,054
I'emopparnveckuii HHCYIBT 8(11,9) 5(15,6) 3 (8,6) 0,464
TUA 12 (17,9) 7(21,9) 5(14,3) 0,418
2 snu3oga OHMK 4 (6) 13,1 3(8,6) 0,615
XCH, n (%) 150 (75) 73 (67,6) 77 (83,7) 0,009
1 ®K XCH, n (%) 9(6,1) 7(9,9) 2 (2,6)
2 ®K XCH, n (%) 100 (68) 44 (62) 56 (73,7) 0,125
3 ®K XCH, n (%) 38 (25,9) 20 (28,2) 18 (23,7)
Opo3uBHBI racTput, n (%) 30 (15) 4(3,7) 26 (28,3) <0,001

[Tpumeuanue: PII - pubprusams npeacepauit; TUA - Tpansuropras nmemnueckas araka; OHMK - octpoe napymenue
Mo3roBoro kpoBoobOpamienus; XCH - xpoHuueckas cepaednast HenoctaroqHocTs; OK - dyHKIHOHANBHBIN Kilace; 37ech

" ganee * - 6asuIbl IO IIKaJIE.
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Windows (SPSS Inc., CIIIA). Bun pacnipesneneHus Koiu-
YECTBEHHBIX MIPU3HAKOB MTPOAHATU3UPOBAIIU TIPU TOMOIIH
onHOBBIOOpOUHOTO TecTa KonmoropoBa-CmuphoBa. Ipu
MapaMeTpUYecKoM paclpee/IeHUH NMPU3HAKA BBIYMCIIIN
cpennee (M) u cranmaptHoe oTkioHeHue (SD); pesysb-
TaThl npeacrapiaeHbl kak M+SD. [y kadyecTBEHHBIX MO-
PAAKOBBIX U KOJHMUECTBEHHBIX NMPHU3HAKOB, BUJ paclpese-
JIEHUsI KOTOPBIX HE COOTBETCTBOBAJ MapaMETPHUECKOMY,
BBIUUCIATN MeauaHy (Me) ¥ MHTepKBapTUIIBHBIA pa3Max
(25-# nmponeHTHIIb; 75-i POLEHTHIIB); PE3YJIBTAThI MTPE-
craBieHsl kak Me (25%; 75%). Ilpu cpaBHeHHUHM IBYX
TpyMI UCHOIb30BaIN KpuTepuil MaHHa- YUTHU U1 KOJU-
YECTBEHHBIX TIEPEMEHHBIX, JIBYCTOPOHHHMH TOYHBIN TecT
Odumepa uiu Xu-kBajapar [IupcoHa - A1 Ka4eCTBEHHBIX U
MOPSAAKOBBIX. J[MHAMMKY KaueCTBEHHBIX TOKa3aTese ole-
HUBAQJIX NPHU MOMOIIM KpuTepus xu-kBaapar MakHewmapa.
B3aumMocssa3u Mexay nepeMeHHBIMH aHAJIU3UPOBaIU, UC-
MOJIb3Ysl KOPPENALMOHHBINA aHanu3 no CrnupMmeHy. AHanu3
BBDKMBAEMOCTHU MpoBoauiu o merony Karana-Meitepa;
JUISl CPAaBHEHUSI KPUBBIX BBDKUBAEMOCTH TPUMEHSUTH JIO-
TPaHTOBBIN KpUTepuil. Pasnuuns cuutany CTaTUCTUYECKH
3HAYMMBIMU NPH JIBYCTOPOHHEM 3HaueHuu p<0,05.

HOJYYEHHBIE PE3YJIbTATbBI

Xapaxmepucmuka nayuenmos

B uccnenosanne Bxmrourii 200 mmaneHToB ¢ HEKJIA-
nanHoi DI (56% myxunn) B Boszpacte or 40 1o 86 ner
(cpenumit Bozpact 67+8 ner), mpu 3ToM 80% n3 HUX ObLIN
crapure 60 ser. Cymma 6amos no mkane CHA DS -VASc
BapeupoBaia otr 2 1o 8 (Me 4). Cymma 6amioB 1mo Iika-
ne HAS-BLED BapsupoBana ot 0 1o 6 (Me 3). B tadm. 1
TIOKa3aHbl OCHOBHBIE XapPAKTEPUCTUKH MAlMEHTOB, BKIIIO-
4EHHBIX B HccienoBanue. Kax
ClieyeT W3  MPEICTaBICHHbBIX
JIAHHBIX, B MCCIICJOBAHUE BKIIIO-
YMIM TIAIUEHTOB C  BBICOKHM
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craBuia 3 Gayuia B 00eHX rpyrnax, mo3ToMy MO>KHO C/Iej1aTh
BBIBOJI O TOM, YTO MAIMEHTbI 00eHX IPYIIIT OBLUIH MOJIHOCTHIO
COIMOCTaBUMBI IO BCEM OCHOBHBIM XapaKTEPHUCTHKAM.

Ilepen nmmnnaHTanueil okkiIroAepa BCeM MalleHTaM
BeimoiHmw YII-OxoKI' mis Bepudukanuu oTcyTcTBHS
TpomOO03a B JIEBOM Ipe/icepaAnH U ero yiike. [Tocie yenem-
HOM MMIUIaHTauu OKKJItonepa 197 manueHTaM Ha3Hauu-
JM aHTUTPOMOOTHUECKYIO TEpamuio (TpeM MalreHTaM He
yIaJloch UMIUIAHTHPOBaTh OKKirorep Watchman Device,
MO3TOMY B JaJbHEHIINX pacyeTaXx OHM HE Y4acCTBOBAJIH)
(Tabm. 2). beutn Ha3HAYCHBI CICIYIONUE KOMOWHAIINN aH-
turpomboruueckoit Tepanun: ACK + knonugorpen, ACK
+ kyonuorpen + Bapdaput, Bapdapun, [IOAK, acnupun
+ JTOAK. Takxe ObUIM MalMEHTHI, KOTOPBIM HE OBIJIO Ha-
3HAYEHO AaHTUTPOMOOTHYECKOI TeparuH.

W3 Tabm. 2 scHO, 4TO NoCIIe yCIenHOH MMIUIaHTa[uN
OKKJIIOZIepa aHTUTPOMOOTHYECKas Tepanysi Oblia Ha3Haye-
Ha 90,9% nanueHTOB, NMPH TOM MPUMEPHO B MOJOBUHE
ciydaeB wucrojb3oBain komOuHanmo ACK u kimomuo-
rpena, 4acToTa Ha3HA4eHUs KOTOPOil okazajach 3HaYUMO
Boiie B rpymnmne ACP, uto, BUAMMO, CBA3aHO C TEM, YTO
MMEHHO 3Ta CTpaTerus aHTUTPOMOOTHYECKOTO JICUCHMs
SIBIISICTCSL U3YUCHHOM M PEKOMEHJIOBAaHHOW TPU HMMILIAH-
Tarun okkirofepa ACP B paMkax MHOTOUHCIIEHHBIX pe-
TUCTPOB. AHaNOrn4Ho B rpynne WD cyiecTBeHHO yarie
UCIIONIb30BAJIM MOHOTEPAITUIO Bap(papHHOM, YTO, BEpPOSIT-
HO, 00YCJIOBJICHO TEM, 4TO MpH umIuiantaiun WD 1o ero
9HJIOTEIM3aLUH PEKOMEH/I0BaHO Ha3HaYeHUE Bap(apruHa B
COYETaHUM C aHTHArPEeraHTHOM Tepanueil B paMKax eluH-
ctBenHoro PKU ganHoro ycrpoiictsa, HO JiJIsl CHYDKEHUS
pHCKa KPOBOTEUEHHI BpayaMu, CKOpee BCero, ObLI c/iean
BBIOOD B 1OJIb3y MOHOTEpamnuu BapdapuHom. BaxHo moz-

Tabnuua 2.

Yacmoma u cmpykmypa aHmumpomoomuyecKoli mepanuu nocie yCneutHou
umnnanmayuu okkarooepa (n=197)

PHCKOM HE TOJBKO MHCYIBTa, HO
U KpoBoTeueHus. Kaxnplil Tpe-

il nagueHt ¢ OII yxe nepenéc

SMN3071 HAPYLIEHUS MO3TOBOTO
KpPOBOOOpaIleH!sl, B TOM YHCIIE

YETBEPO MANUEHTOB TEPEHECIIN

o 2 stm3ona. OOparmmaer Ha cebst

BHUMAaHHE BBICOKas YacToTa ap-

TepranbHoi runepronnu (83%),
XPOHUYECKOM CEpIEYHOM HEeNo-

Bce marments! | [pynma WD | I'pynima ACP

Tpenapatst (n=]1l97) p(zl=105) 1[)"%1:92) p

ACK+Ku, n (%) 95 (48,2) 43 (41) 52 (56,5) 0,029
ACK-+Ku+sapdapus, n (%) 7 (3,6) 5(4.8) 2(2,2) 0,452
Bapdapumn, n (%) 22 (11,2) 18 (17,1) 4(4,3) 0,004
ITOAK, n (%) 34 (17,3) 21 (20) 13(14,1) 0,277
ITOAK+ACK, n (%) 21(10,7) 11 (12) 10 (9,5) 0,581
bes ATT, n (%) 18 (9,1) 7 (6,7) 11(11,9) (0,430

crarouHocTH (75%) m caxapHOTO
mmabera 2 tuma (30%). Hecmotpst
Ha TO, 4To Mexay rpynnamu WD

IIpumeuanue: 3neck u ganee ACK - aneruicanunuiosas kuciora; Ki - kionuaorpert;
[NOAK - npsimble opanbHble aHTHKOAryIsiHTBL; ATT - anTuTpoMOOTHYECKas Teparnus

u ACP umennce CTaTUCTHYECKU Tabnuya 3.
3HAYMMblE PAyIMYMA 10 uacto-  1UCMOMA U CPOKU 6O3HUKHOGEHUA UMIEMUECKO20 UHCYIILING Y NAKUEHMOG

Te aprepuanbhoii runepremsun € PI (n=197)

1 XPOTITICCKOM  CEPACTHOM HE- Bce marments! | ['pynnma WD | I'pynima ACP
JOCTaTOYHOCTH, PUCK uHCynsra | Cpokn (n=197) (n=105) (n=92) p
no mkare CHADS-VASc, B - -

KOTOPYIO BKJIOUEHBl 00a 3aGo- | LICPBBIC 45 nHeid, n (%) 0 0 0 -
JIeBaHMs, OKasaics mpaktuaeckn | 46-90 nueil, n (%) 2(1) 2(1,9) 0 0,500
OJWHAKOBBIM B OOeMX Ipymnax [ 91-180 aueii, n (%) 1(0,5) 1(1) 0 1,0
i COCTABI B CpeaneM 4 Gania.  [gy 365 ueii n (%) 2(1,1) 2(2,1) 0 0,498
MenuaHa ypoBHSs pucka KpOBOTE-

yernit no mkane HAS-BLED co- | Beero, n (%) 5 (2.5 S48 0 0,062
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YEepPKHYTh, YTO HA3HAYEHHE aHTUTPOMOOTHYECKOH Tepariu
He OBUIO perIaMeHTHPOBAHO POTOKOJIOM HCCIIEIOBAHUS U
0CTaBaJIOCh Ha YCMOTPEHHE JICHAIlIero Bpaya.
OpnHoneTHee HAOJIOACHUE IOJHOCTHIO 3aBEPIINIIN
WM JTOCTUTIIN TIEPBUYHBIX KOHEUHBIX TOUYEK d(PPEKTHBHO-
ctu / 6e3omacuocTu 186 (93%) u3 200 nanuenToB. Tpu na-
LMEeHTa ObUIM UCKITIOYECHBI U3 UCCIIEI0BAHUS B CBSI3U C He-
yraueit npu umiiantauu WD. OnuHHAAIATE TAIUEHTOB
BHIOBUIM B Mpoliecce HaOMIONEHUS M3-3a O0TKa3a, MOTEepH
CBSI3M WJIM HESIBKM Ha OYEpEHOM BU3UT. B aTHX cityuasx
JUIUTEIBHOCTh TPOCIEKTUBHOTO HAOIIOJICHUSI COCTaBMIIA
90 nmueii - y 4 yenosek, 180 nuei - y 7 naiMeHToB.
3a Bpems HaOIIOACHUS MIIEMHYECKHI WHCYJIBT Mpo-
n3omén y 5 marueHtoB u3 rpymmsl WD (Tabn. 3); cimydacs
CD ne 6b110. B rpynme ACP 51u30/10B HapyIeHH MO3TOBO-
r0 KpoBooOpareHusi He otMedeHo. M3 Tadm. 3 crnemyer, uto
y Bcex nanueHToB ¢ PII yacTora MIIEeMUYEcKOro HHCY/bTa
cocraBuia 2,5%. BrisiBieHa TeHaeHIms K 0oiee BLICOKOM
4acToTe HilleMuyeckoro uHcynera B rpymnmne WD (p=0,062).
HamomHuM, 4TO B MCClenoBaHHE OBUTH BKITFOYEHBI
ManueHThl ¢ HekiananHoi OI1 u BBICOKMM pHUCKOM HHCYITh-
Ta: cpejiHee 3Ha4YeHne cyMMbl Oasios no mkaine CHA DS, -
VASc cocrasuno 4,01+1,58. IIpornosupyemast Ha 0OCHOBa-
Huu mikansl CHA DS, -VASc vactoTa MHCYNETa y JTaHHBIX
narueHToB cocTasiseT 4,84% B roa: 4,76% B rpynne WD u
4,93% B rpymme ACP (p=0,531). YV Bcex NMalMeHTOB pealib-
Hasi 4yacToTa MHCYJbTa OKa3ajlach HIke pacuétHoit (2,5%
npotuB 4,8%), UTO COOTBETCTBOBAJIO CHIDKEHHMIO PHCKa
nHCcynbra Ha 48%, TO €CTh MMILIAHTAIHs JII0OOT0 OKKITIO-
Jiepa COOTHOCWJIACh CO CHM)KCHHEM DPHUCKa MIIEMHYECKOTO
uHcynsTa. [lpu atom B rpynne ACP cHmxeHue pucka UH-
cynbra coctaBuiio 100%, a B rpynmne WD - 0%, nmockonbky
peajbHas 4acToTa MHCYIIbTa COBIIaja C pacyETHOM.
XapakTepucTHKa ManueHToB u3 rpynnsl WD, nepe-
HECUIMX HIIEMHYECKUH HHCYJBT 3a BpeMsl HaOJIIONCHUs,
npencrasieHa B tabin. 4. Kak BugHO U3 Ta0i. 4, MHCYIBTHI
MIPOM30IILTH IPEUMYIIECTBEHHO Y MAllMeHTOB B Bo3pacte 70
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JIET M cTaplie, ¢ cymMMoli 6aos no mkane CHA, DS, -VASc
>4 v UHCYJKTOM B aHaMHe3e. OOpainaet Ha ceOsi BHUMaHUE,
YTO WHCYJIBTHl MPOW30IUIMA y TMAIMEHTOB, MPUHUMABIINX
pasiaM4Hble KOMOMHAIIMK aHTUTPOMOOTHYECKOH Teparti, 1
HH Y OJTHOTO M3 TAlMeHTa U3 TPYIIIbI MpreMa BapgaprHa.

Kontponbsnas UII-OxoKI" uepe3 45 nueil mocne um-
mnanTaruu OYJIII BeimonHeHa y 192 nanneHToB; B Tpymie
WD y 3 u3 HuX ObUI BBIABICH TPOMOO3 yCTpOWCTBa 0e3
CHUCTEMHBIX TPOMOOIMOOINYECKUX OCIOKHEHUI. DTHM
NanyeHTam ObIIM Ha3HaYeHbI OJKOKHBIC MHBEKIINU SHOK-
carmapuHa Hatpus B JeucOHOU J103¢ B TeueHue 21 nHE.
[Tpu xouTpoasroi UIT-Ox0KI uepes 3 Hemenu TpoMOBI Ha
MOBEPXHOCTH yCTpoiicTBa 0OHapykeHbl He ObuIH. ['eMop-
paruyecKux OCIOKHEHHUI B IIEPUOJ JICUCHHsI SYHOKCAIapH-
HOM He oTMeueHO. CTaTUCTUYECKH 3HAYMMBIX Pa3IHYuid
o yactoTe TpomM003a ycTpoiicTa Mexay rpyrnmnamu WD n
ACP BoisiBiieHO He Obu10. [Ipy npoBeieHNN KOHTPOIBHON
UII-OxoKTI" gepe3 180 nueit nmocne ummaantanuu OVYJIIT
HH Y KOTO M3 TTAIIIEHTOB HE 00OHAPY>KEHO IIPU3HAKOB TPOM-
003a ycTpolicTaa.

CyMMapHasi 9acToTa COOBITHI KOHEYHOM TOYKH (-
(exTrBHOCTH cocTaBuia 4,6%: 8 codbiTHii (7,6%) B rpyn-
ne WD u 1 cobsrtre (1,1%) B rpynne ACP (1 naunueHT B
rpynmne ACP ymep B TeueHHUE MEPBLIX TPEX MECSIEB MOCe
yCHemHol uMniaantanuu okkiatonepa YJIIT; naronoroana-
TOMHYECKOTO BCKPBITHS HE POBOINIIOCH, [TOITOMY TOYHAsI
npudnHa cMeptd HewsBectHa) (p=0,038). AHanu3 BBDKH-
BaemMocTu 1o merony Kamnmana-Meliepa moaTsepau, 4to
B rpynmne WD puck HeOnaronpusTHeIX COOBITHIT KOHEUHOU
TOYKH 3((PEKTUBHOCTH OBIII 3HAYMMO BBIIIE, YEM B IPYIIIIE
ACP (xu-kBanpar=4,87; p=0,027) (puc. 2).

OBCYXIEHHUE MMOJTYYEHHBIX
PE3YJIBTATOB

[ocme mMrutanTanmu yctpoiictBa Watchman peko-
MEHJIYeTCsl HCIIONb30BaTh IPOTOKOI AHTHTPOMOOTHUEC-
kot momnepxku, npumensmuiics B PKU PROTECT-

Tabnuua 4.

Xapaxmepucmuka nayuenmog u3 zpynnvt WD, nepenecuiux uwiemuueckuit UHCyiom 3a epems Hao1100eHus

Howmep nanuenrta

ITokazarenb

1 2 3 4 5
Bospacr, romst 79 70 62 72 70
Ilon MY>KCKOM MY>KCKOM MY?KCKOM JKEHCKUI JKEHCKUI
®opma DIT TIEPCUCTHPYIOIIAST ITOCTOSTHHAS TTAPOKCI3MAaJIbHAS MTOCTOSTHHAS MTOCTOSTHHAS
CHA DS,-VASc* 7 6 4 5 4
HAS-BLED* 5 2 5 3 3
WucynsT B anHaMHe3e na na na na HET
ATT** HET ACK + Kn ITOAK + ACK ACK + Kn IMTOAK
Hunaramus JIIT na na na na na
OB JIXK <40% na HET HET HET HET
CIJIA >30 MM pT.CT. na HET HET na na
denomen COK na na na na na
Crenenr COK 2 2 2 2 4

[Mpumeuanue: OII - puOpLISIIKS TTpeaCcepuii; ** - mocie MMIUIAaHTAIMK OKKIIIoJiepa yIIKa JieBoro npencepaust; JIIT -
neBoe npencepaue; OB JIXK - ppakuus BeiOpoca nesoro xenynouka; CAJIA - cucromuueckoe MaBICHUE HAJl JICTOYHON

aprepueii; COK - cnoHTaHHOE 3X0-KOHTPAaCTHUPOBAHUE.
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AF n PREVAIL. llenecooOpa3Ho Ha3zHauaTh BapdapuH
¢ ueneBbiMu 3HaueHnsMu MHO 2,0-3,0 B KoMOMHAIIUU C
ACK B no3e 75 Mr/cyt B TeueHHE Kak MUHUMYM 45 nHel
nocie npouenypsl. Yepes 45 aueit nposoast UIT-OxoKT
JUIL YTOYHEHUsI TO3WIHMOHMPOBaHUS OKKmoznepa. [lpu
ONTUMAJIbHON YCTaHOBKE YCTpoiicTBa (MOJHAs OKKIIIO-
3us ycrbsi YJIII, octaro4yHblli KPOBOTOK HE Ooyiee 5 MM)
U OTCYTCTBHHM IPH3HAKOB TPOMOO03a Ha €ro MOBEPXHOCTH
npuéM BapdapuHa NpeKpalaroT ¥ Ha3HAYaroT JBOWHYIO
anTHarperanTHyto tepanuio (ACK B coueTanuu ¢ KiIomu-
norpernom 75 mr/cyt) Ha mepuof a0 6 mecsien. CroycTs
6 MecsIeB NociIe UMIUIAHTAIMU CIIEAYeT MePeBOANTh Ta-
LIMEHTOB Ha HeonpeaeaeHHOo aonryro Mmonotepanuio ACK.
[Ipn HeamexBaTHOM MO3WIIMOHUPOBAHUM YCTPOMCTBA He-
00XOIMO MPOJIOJKUTE NPUEM BaphapuHa 10 UCUE3HOBE-
HUSI WINM YMEHBILICHUS TUaMEeTpa OCTaTOYHOTO KPOBOTO-
ka meHee 5 MM [7, 8]. JlaHHas cxema Tepamuu Mokaszaia
6onbInyo 3 (QEeKTUBHOCTL, YeM JaHHBIC, MONYYCHHEBIC B
pamkax peructpa. [103ToMy MBI peKOMEH/TyeM MpHICPKH-
BaTbCsl JTAHHOTO IIOCJICONEPAIMOHHOIO MPOTOKOJNA aHTH-
TPOMOOIIMTAPHOTO BE/ICHHS TALIUEHTOB.

ITocne nmnnanTtanun ycrpoiicrsa ACP npunsto Ha-
3Ha4aTh koMOuHaIo ACK 75 mr/cyt u kinonunorpena 75
MI/CYT Ha CPOK OT 3 10 6 MecsIleB C MOCIEAYIOIUM Tepe-
xomoM Ha MoHoTepanuto ACK [9]. Takum o6pazom, mpuH-
LUMHAAIBHBIM  OTJIMYHEM PEKOMEHAYyeMOoW aHTUTPOMOO-
THUYECKOH CTpaTeruyl B Cilyyae MMILUIAHTALUU OKKIIOZIEpa
ACP sBysieTcst OTCYyTCTBHE HEOOXOIUMOCTH Ha3HauCHUS
Bapapuna. [Ipy 3TOM HYXKHO OTMETHTB, YTO B paMKax
JJAHHOTO HCCIICIOBaHHS Pa3JIMUHbIE CXEMBbl aHTUTPOM-
OOLMTapHOTO BEACHHS HE TPHBOIMIN K BOSHUKHOBEHHUIO
TPOMOOTHYECKUX OCIIOKHEHUH.

B PKU PROTECT-AF [7] cHuxeHue pucka MHCYJb-
Ta NPU UMIUIaHTAalUK ycTpoiicTBa Watchman cocraBuiio
46% y 707 NanueHToB ¢ JUIMTEIBHOCTBIO HAOMoneHus 18
mecsies; B peructpe CAP [11] - 78% y 566 naiueHToB co
CpenHUM neprosioM HadroneHus S0 MecsleB; B perucTpe
CAP2 [11] - 69% y 578 nanueHTOB CO CPEHUM MEPHUOAOM
HaOmonenus 50 Mecsues.

B perucrpax no nzydenuto ycrpoiicts ACP/Amulet
OBUTIO OTMEYEHO CHW)KCHHE PHCKa MHCYJbTa B Tpejenax
60-65%: Ha 59% y 1001 marnuenTa co cpegHei
JUTMTEILHOCTRIO HaOmonenus 1,3 roga [9]. B
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OVIJIIL. ITpu 3Tom B rpynme ACP He ObLIIO OTMEYEHO TPOM-
605MO0IMYECKUX COOBITHIH JTNOO TPOMOO30B yCTPOMCTB.

B namreit paboTe CHW)XKEHHE PHCKa MHCYIIBTA Y BCEX
naruenToB ¢ @II cocrasuno 48% (0% - B rpynne WD,
100% - B rpymmie ACP). 3a Bpemst HaOrozieHHs B TpyIIIe
WD otMmeueHo 5 ciydaeB UIIEMHUECKOTO MHCYNBTA, TOrAa
kak B rpynmne ACP nHcynbToB He Obl10. [Ipn cpaBHeHHH
IPYIII IO YaCTOTE MHCYJIBTA OTMEUYECHA TeHICHIMS K €€ 110-
BhIeHuo B rpynne WD (4,8% npotus 0%; p=0,062). Bos-
MOKHOW TIPUYMHOW 3TOTO MOXKET OBITh KOHCTPYKTHUBHAs
0COOCHHOCTB ycTpoiicTBa Watchman, a UMCHHO - HATMYHE
MIPOHUIIAEMOH TTOJIMATHIICHOBOH MEMOpaHbl Ha CTOPOHE,
oOpaménnoil k JIII, Ha MOBEPXHOCTH KOTOPOH 10 3aBep-
IIEHUs SHIOTEIN3AlMA MOTYT 0Opa30BBIBATHCS TPOMOBI.
Cpazy ke OTMETHM, YTO 3Ta K€ 0COOEHHOCTh OKKIIO/IEpa
MOXET OBITh OCHOBHOW MPUYMHOU TPOMOO3a YCTPOWCTRA,
4acTOTa KOTOPOTO TaK)KE OKa3ajach HECKOJBKO BBIIIEC B
rpynmie WD (2,9% nporus 0%; p=0,251); B rpynne ACP
ciyyaeB TpoM0o03a ycTpoiicTBa He ObUIO.

CyMMapHYI0 4acTOTy MIIEMHYECKUX COOBITHIl ole-
HWIM B 32 u3 66 uccienosanuii (n=7689): oHa cocTaBuia
13,2% (37/280) y nanueHToB ¢ TpPOMOO30M YCTPOWCTBA 1
3,8% (285/7399) y mauuentoB 6e3 Tpombo3a (OP 5,27;
95% U 3,66-7,59; p<0,001). B ananu3ze 4yBCTBUTEIHHO-
CTH, B KOTOPBIH BKitoumin Tonbko PKU u mpocnekruBHbIe
MHOTOLICHTPOBBIE PETHCTPBI, YacToTa TpoM0O03a yCTpoii-
ctBa ObLIa 3,7%, IpU 3TOM TPOMOO3 TaKKe OBLIT aCCOLUU-
poBaH ¢ 00Jice BBICOKOI YaCTOTON HIIEMUYECKUX COOBITHI
(13,5% nipotus 4,4% y narpienToB 6e3 Tpomb03a; OP 4,15;
95% 111 2,77-6,22; p<0,001) [12].

B Hamem ncciiegoBanuy yactora TpoM003a yCTpoii-
ctBa Watchman Obuta cxoxka ¢ JaHHBIMH MeTa-aHaJH-
3a (2,9% mnpotus 3,1%), Torma kak 4yactoTa TpoMOO3a
ycrpoiictBa ACP okazanace Hmke (0% mnpotuB 3,6%).
Bo Bcex Tpéx ciyuasix, BBISIBICHHBIX B Haulel pabote,
TpOMOO3 yCTpPOWCTBA HE COINPOBOXKJIAICS CHCTEMHBIMU
TPOMOOIMOOIMYECKUMH OCIIOKHEHUSIMHU. Takke oTMe-
THM, YTO BCE 3MHU30/bI TpoMOO3a ycTpoiictBa Watchman
Obutn obHapysxeHsl npu nposeaeHnn YIT-DxoKI' gepes
45 nuelt, Ha QoHe 3-HeneNbHOW Tepamuu JieueOHBIMU
JTI03aMHU dHOKCATapuHa TPOMOBI OBLTH MOJTHOCTBIO JTU3HU-

[MepBuyHas KoHeYHasa Touka aheKTUBHOCTHU

JAHHBIX HCCIEA0BaHMUIX 3()(EKTUBHOCTh UM- ® |
mnantaiuu OYJII ouieHHBamu He TOJNBKO MO °©
4acToTe TPOMOOIMOOIUUCCKUX COOBITHH, Ta- Q |
Kux Kak uHCyasT / C3, TpomM003 ycTpoiicTBa S
U CIy4ad CEpICYHO-COCYIUCTON / HeoObsc- 3
HUMOU CMEPTHU, HO U IO CHUIKCHUIO PUCKA WUH- o OTtHoLweHwe puckos 0.12 (95% [U 0.02-0.98), p=0.018
CyJlbTa MO CPaBHEHUIO C MPOrHO3MPOBAHHON o
YaCTOTOM, paCCUUTAHHON Ha OCHOBAaHUU IIIKa- =N
aet CHA, DS -VASc. °
B namem uccnenoBanuu cpasy nocie uM- Sl —— : : : :
mna"Tanuu yctpoiictBa ACP y 63 manueHToB 0 1%%eMg ocne ﬁgguenypu, ﬂeSSO 400
(68,5%) OBUIM OTMCHEHBI AaHTUKOATYIISTHTHBIC
npenaparsl, npu 3toM B 11 ciywasx (11,9%) ch:g[‘:t‘gf% Z\:;‘;Q’;fu’; by ¥ o a 0

He ObUIO HAa3HAYEeHO HMKAKUX aHTUTPOMOOTH-
YecKHX mpenapartoB. Ecim roBoputs o rpyn-
ne nanueHtoB WD, to sumbs B 50 ciydasx
(49,0%) He ObUIO HA3HAYEHO AHTUKOATYIISHT-
HOMW Teparuu Mocje yCHeuHOH UMIUTaHTalH

yctpovicteo Watchman Amplatzer Cardiac Plug

Puc. 2. Puck nedbnazonpusamuulx coovtmuii nepeuydHoll KOHeYHOU
mouKu Ippekmuenocmu 8 3a6UCUMOCHU 0N 8UOA OKKTIO3UDPYIOU4e-
20 yempoiicmea (n=197).
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OPUT'MHAJIBHBIE UCCIIEJJOBAHM A

poBaHnbl, a uepe3 180 gueit mocie ummianTauun OVJIIT
TpOMOOB Ha TIOBEPXHOCTH YCTPOICTBa HE OBUIO BBISBIIE-
HO HU Y OJIHOTO MaIlMeHTa.

3AKJIIOYEHHUE

[Mocne nmruranTanmu okkmoaepa Amplatzer Cardiac
Plug Bo3MOKHA OTMEHA OpAJIbHBIX AHTUKOATYJISTHTOB U Ha-
3HAYCHHUE JIFO0OW U3 JIOMYCTHUMBIX, IPUMEHSIEMbIX B KITU-
HUYECKOW MpaKTHKe, KOMOMHAIIMU aHTUTPOMOOTHUECKUX
[IPenaparoB, 4YT0 0COOEHHO aKTya bHO Y MAIUEHTOB C ITPO-

31

TUBOINOKA3aHMSIMH K aHTHKOATYJISTHTHOH Teparyy 1 O4eHb
BBICOKMM PHCKOM WHCYJBTA, HYXIAIOIIUXCS B 3P (PEKTHB-
HOW HEMEJMKaMEHTO3HOU MPOQUIAKTHKE HHCYIIBTA.

[Taniuentam B Bo3pacte 70 JeT U cTapiie ¢ CyMMOn
bannos no mkane CHA DS -VASc >4 w uHCynbTOM B
aHaMHe3e I0c/e MMIUIAaHTalMu OKKionepoB Watchman
Device pexomennoBan mpuem Bapdapuna. [Ipu orcyr-
CTBMM BO3MOYKHOCTH IpHeMa BapdapuHa JaHHBIM Ialy-
€HTaM HE PEKOMEHJyeTCs HMMIUIAaHTHPOBATh yCTPOMCTBO
Watchman Device.
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[IOCTOSIHHA SI DJIEKTPOKAPIUOCTUM VJISILINS Y JETEU: PE3YJIBTATBI MHOT'OJIETHEI'O
HABJIIOJIEHU ST, AHAJIN3 OCJIOXKHEHUN
0.10.I:xaddaposa, JI.U.Ceunuosa, U.B.Ilnorunkosa, b.H.lam6aes, E.O.KaprodeneBa
Hayuno-uccnedosamensckuii uncmumym xapouonozuu, Tomckuil HAUUOHATBLHBLIL UCCIE006AMEbCKUTL
meouyunckuil yenmp Poccuiickoit akaoemuu nayx, Poccus, Tomck, nep. Koonepamuenuiii, 0. 5.

Hean. [IpeacraBuTh ONBIT U NPOAHATU3UPOBATH OCIOKHEHUS MOCTOSIHHOW KapAMOCTUMYJISIIMY Y JeTeil ¢ Opaau-
ApPUTMUSIMHU Ha OCHOBE MHOTOJICTHETO HAOJIOCHUSL.

Marepuanbl ucciaenoBanus. [IpoananusupoBansl JaHHble 145 neTelt co CTPYKTYPHO-HOPMAJIbHBIMH CEPALIAMHU C
HMMILUIAaHTUPOBAHHBIMU AieKTpokapanoctumyssitopamu (OKC) B Bozpacte ot 1 mecsua 1o 18 siet. Ilepuon nadmonenus -
¢ 1999 o 2020 rr. DnukapauanbHas nmmiantauus DKC Obiia BeinonHeHa 71 pedeHKy, sHaokapanansHas - 74. CpeqHnit
BospacT nepuyHoi umiuiantaunu IKC cocraBun 8,67+5,2 ner.

Pe3yabrarbl. BrisBiieHBI clieyonHe OCIOKHEHHS: TeMOJMHAMHYECKHE OCIIOKHEHHS (YBEIMUYCHUE KaMep cepii-
11a B AMHAMUKE W/WJIN Pa3BUTHE BHYTPHIKEITYJI0YKOBOM M MEXIKEITyOUKOBOH AMCCHHXPOHMH, ITOSIBJICHUE U HapacTaHHe
CTEINICHU PErypruTalyy Ha aTpUOBEHTPHUKYIISIPHBIX KilanaHax), OaKkTepHanbHbIH SHIOKApAUT, TeMOIIEpUKap/l, OKKIIIO3US
MTOAKITIOYMYHOM BEHBI, IEPUKAPANUT, THPUIIMPOBAHHUE CTUMYIISATOPA U €ro Joka, auciiokaus DKC n HapylnieHue 1eaocT-
HOCTH 3JICKTPOJIOB. Y MAIIMEHTOB C AIHKAPAUAIBHBIM criocoOoM umruiantanuu DKC ociokHeHHs ObUIH BBISBICHBI y 24
(33,8%) o0cIen0BaHHBIX, ¢ YHIOKAPIUAIBHBIM - v 37 (50%). [eMonnHAMHYCCKUE OCIIOKHCHUS TIPU SMTUKAPAHATHHON
CTUMYJISILIMU CBSI3aHBI C BHYTPUKEIYIOYKOBOH JUCCUHXPOHHEH BCIIEACTBHE UMILIAHTALUH KEJIyAOUKOBOIO JIEKTPOJa
Ha OOKOBYIO CTEHKY MJIM BBIXOJHOMW OTJIEJ IIPABOI'0 JKEeJTyI04Ka. Y MalMeHTOB, KOTOPBIM UMIUIAHTAIHS SITUKApIUaIbHOTO
9JIEKTPO/Ia BHINOJIHEHA B 00JIaCTH BEPXYIIKH JieBOro keinynouka (JIDK), remopnHaMu4eckux ocIoKHEHUH HE 3apErucTpy-
pOBaHO.

3akuouenne. Jletn ¢ umrutantupoBanHbiMu DKC TpeOyIoT TIaresbHOro AMHaMuuecKoro HaomroneHus. Hanbo-
Jiee PalMOHANBHBIM SIBJISICTCSI IPUMEHEHHE MEepBUYHON snukapauanbHoil cuctemsl DKC ¢ ummaHTanueil anexrpona
Ha BepxywKky JIK, 3To 1mo3BossieT coXpaHUTh BEHBI /ISl SHIAOKAPIHAIbHOW CTUMYISIIMK B OoJiee cTapiieM BO3pacTe,
W TPEIOTBPATUTh Pa3BUTHE 'E€MOAMHAMUYECKUX OCIOKHEHWH. Hu snukapauanbHblid, HU SHJOKApAUAIBHBIN CrIOCOOBI
nmmantaunu OKC He rapaHTHPYIOT OTCYTCTBHE OCJIOKHEHHUH, OJHAKO COOIIOJICHUE BBIICIIEPEUHUCIICHHBIX YCIOBHNA
I03BOJIUT JOOUTHCS BHICOKOH 3 (pEeKTHBHOCTH 1 O€30MaCHOCTH KapIUOCTUMYIISIIUN Y JIeTeH.
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PERMANENT PACING IN CHILDREN: RESULTS OF FOLLOW-UP, ASSESSMENT OF COMPLICATIONS
0.Yu.Dzhaffarova, L.I.Svintsova, I.V.Plotnikova, B.N.Dambaev, E.O.Kartofeleva
Cardiology Research Institute, Tomsk National Research Medical Center, Russian Academy of Sciences, Russia,
Tomsk, Kooperativnyy lane, 5.

Aim. To present the experience and assess the complications of permanent pacing in children with bradyarrhythmias
based on long-term follow-up.

Methods. Data of 145 children with structurally normal heart with implanted pacemakers at the age from 1 month to
18 years were retrospectively assessed. The follow-up was from 1999 to 2020 years. Epicardial pacemaker was implanted
in 71 children, endocardial - in 74. The mean age of the primary implantation was 8.67+5.2 years.

Results. The following complications were disclosed: hemodynamic complications (heart chamber enlargement in
dynamics and/or development of dyssynchrony, the appearance and increase in the regurgitation degree on the atrioven-
tricular valves), bacterial endocarditis, hemopericardium, subclavian vein occlusion, pericarditis, infection of the pace-
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maker and its pocket, leads dislocation and fracture. With epicardial pacing various complications were detected in 24
(33.8%) examined patients, with endocardial - in 37 (50%). Hemodynamic complications with epicardial permanent
pacing are associated with intraventricular dyssynchrony due to implantation of a ventricular lead on the lateral wall or the
right ventricular outflow tract. Hemodynamic complications were not recorded in patients that performed the implantation
of an epicardial lead at the left ventricular (LV) apex.

Conclusion. Children with pacemakers require careful follow-up. The most rational is the use of a primary epicar-
dial pacemaker system with lead implantation on the apex of the LV. Such approach allows the veins to be preserved for
endocardial stimulation at an older age, and to prevent hemodynamic complications. Neither epicardial nor endocardial
pacemaker implantation guarantee the absence of complications. However, compliance with the above conditions will
allow achieving high efficiency and safety of cardiac stimulation in children.
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B Hacrosiiee BpeMs 3NE€KTPOKAPIUOCTUMYIISALMS
(OKC) sBnsieTcss €IMHCTBCHHBIM BAapUAHTOM JICUCHHUS
opamguapurmuii. McnonszoBanue DKC B meauaTpudeckon
MIPaKkTHKE TpeOyeT BEICOKOro NMpo(ecCHOHANIN3Ma Clielna-
JIMCTOB, OCOOEHHO y J€Tel paHHEro Bo3pacra ¢ y4eToM
MEPCIEKTUBBI TTO)KU3HEHHON CTUMYIIALUY.

ITocTosiHHBIE TEXHUYECKHE YCOBEPIIEHCTBOBAHUS
CTUMYJIHMPYIOUIUX YCTPOICTB, NPUBENU K MOSBICHUIO CO-
BpeMeHHBIX (usnonorndeckux cucreM OKC, kotopbie
110 CBOMM pa3MepaM U (DYHKIIMOHAJIBHBIM BO3MOXKHOCTSM
JIOCTaTo4HO O€30MacHO MOTYT NPUMEHSTHCS y JIeTeH JIro-
6oro Bozpacra [1]. Ilpu npuHsTHH perieHus 0 BbIOOpE or11-
tuManbHOU cucteMbl DKC JMOIMKHBI OBITH PacCMOTPEHBI
MOKa3aHMA K MOCTOSIHHOM CTUMYJISILIUU, IPEUMYIIECTBA U
HEIOCTaTKU Pa3JINYHBIX PEKUMOB CTUMY/SALUHU U CHOCO-
60B nmtanTanuu cucreM DKC. dakropamu, orpenessio-
IIMMH CrielM(UKY HMMIUIAHTAIMU YCTPOWCTB B JIETCKOM
BO3pACTE SIBJIAIOTCS: aHTPOIIOMETPUYECKHUE JIaHHbIE pe-
OeHKa 1 COOTBETCTBHE MX pa3MepaM CTUMYJISITOpa U 3J1eK-
TPOJIOB, HEOOXOMMOCTD JUTUTEILHOH (TT0KU3HEHHOW ) Kap-
JIMOCTHUMYJISILIMH, BBICOKHH YPOBEHb aKTUBHOCTH PEeOCHKa,
MHTEHCHBHOE (pH3HYECKOe pa3BUTHE (HEOOXOAUMOCTh M-
ITAHTAIMM 2JIEKTPOAOB «C 3aIIaCOM» U UX 3aMEHBI), B psJe
CJly4aeB COIYTCTBYIOILIME BPOXKAEHHBIC MOPOKU CepAla,
0COOCHHO NMPH HAJIMYUKM BHYTPHCEPACUHBIX IIYHTOB, PH-
CKM BO3MOXKHBIX OCJIOKHEHHH, pa3BHUBaroONIMXcs Ha (oHe
nocrosinHoit OKC [2-4].

IToxazanusa x ummnantaiuu OKC u3MeHsIMCh 1O
Mepe MOCTYIUICHHsI HOBBIX CBEACHUH 00 3((PEKTUBHOCTH
n 6e3onacHocTH nocrosHHoit DKC u B cBsi3u ¢ ycoBep-
IIEHCTBOBAHUEM MEJIUIMHCKUX TexHoyorui [5, 6]. Ha
CeTrOJHSIIHUN Je€Hb MHOTHE CIEHUAIUCTBI HCIOJIb3YIOT
nokazanus K umrutantanun DKC y nereit, koropble Obun
00001IeHbl ¥ ONMyOIMKOBaHbI B 0030pe paboyeil rpyrmsl
EBponeiickoif acconpanuu apuTMOJIOTOB U AcCOLMAILUU

eBponeickux nqeTckux kapauonoros 82013 roxy [7]. OnnHa-
KO CJICJyeT IOMHUTb, YTO YPOBCHB JJOKA3aTCIbHOCTH 3TUX
peKoMeHaIui HeBBICOKHMH. BOIBIIMHCTBO peKOMEHAaIIMi
JUTSL TETCH, HYXKITAIOUIUXCS B TOCTOSHHON KapIuOCTUMY-
JISIIAH, HE TIOATBEPIKIACHBI MPOCICKTUBHBIMHU HCCIICI0BA-
HUSIMH U OCHOBBIBAIOTCS TOJIbKO HA MHEHHH DKCIIEPTOB.
O06o001ieHue ornpiTa B 00JaCTH TIEANATPHYECKON KapaHo-
CTUMYJISIIIUM TTO3BOJIUT CIICIUAIUCTAM MPUHUMATH OoJiee
B3BCILICHHBIC PEIICHUS MPH BhIOOpPE CIOCO0a MMILTAHTA-
UM Y KOHKPETHOTO MAIMEHTa ¢ YYETOM BO3MOXHBIX OC-
JIO)KHCHUH, TUTAHUPOBAHUIO TUHAMUYCCKOTO HAOFOICHUS,
a TaKk)Ke YTOYHEHMIO Mmokazanuii k umriantamuu DKC.

Ienp naHHOW MyONUKAIIMK - MPEICTABUTH OIBIT U
MPOAHATU3UPOBATH OCJIOKHCHUS MOCTOSHHON KapIUOCTH-
MYJISIIIAN Y AeTeil ¢ OpainapuTMUSIMH HA OCHOBE MHOTO-
JIETHETO HAOJIOCHHUS.

MATEPHUAJ U METOJbI
HCCIEJOBAHUA

IIpoBeneHn aHain3 OCIONKHEHMH AJIEKTPOKApIUO-
CTUMYJSIIIAM Y JeTed CO CTPYKTypHO-HOPMaJIbHBIMH
cepamamu. Ilepuox Habmonerus - ¢ 1999 mo 2020 rr. B
HCCIIeIOBaHNe OBLIO BKITFOUEHO 145 marmeHToB B Bo3pac-
Te or 1 mecsma gm0 18 mer, u3 aux 103 manmenTa ¢ 1mo-
HOW aTpHOBEHTPHUKYISIpHOI Omokanoit (ABB), 25 nmereit ¢
CHHZIPOMOM citaboctu cuHycoBoro y3na (CCCY) u 17 - ¢
OmHOmanpHOW Oose3Hpro. CpemHWii BO3pacT MaIMIeHTOB
Ha MOMeHT rnepBrdHOI nmruanTanun DKC §,6745,2 ner.
Pacnpenenenue mo Bo3pactaM OBIIO CIEIYIOIINM: JIETH IO
rona - 12 (8,3%) gemoBek, OT OJJHOTO TOa J0 TPeX JeT - 28
(19,3%) marmenToB, ot 3-x mo 10 met — 37 (25,5%) mereii.
BompmmaCcTBO 00CIemoBaHHEIX 68 (46,9%) - meTn crapiie
10 ner. [/lemenue Ha BO3pACTHBIC MEPHOMABI AETCTBAa O0Y-
CJIOBJICHO TI€TIeCO00Pa3HOCTHIO B paMKaX JTaHHOTO MCCIie-
JoBaHUS OoJee MOAPOOHON OIIEHKH TTOKa3aTeeid B CBI3U
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C 0COOCHHOCTAMHU MOP(HOPYHKIIMOHAILHOTO COCTOSIHHUS
OpraHoOB M CHCTEM B IPOLIECCE POCTA U PA3BUTHs peOCHKA.

Kpurepun BKIIOYEHUsSI MAIIUCHTOB:

e nanmnuue ABB, CCCY unu OuHOIaIBHOMN MaTOIOTHH 1O
nanHbM OKI' u xontepoBckoro MoHUTOpupoBaHus (XM)
OKT';

* OTCYTCTBHE MPHU3HAKOB TEKYIIEr0 BOCMAIUTENIBHOTO
Tporiecca 1o JIaHHbIM 00IIero 1 OHOXMMUYECKOTO aHalH-
30B KpOBH;

* OTCYTCTBHE BPOXKAECHHOTO IIOPOKa cepla.

[Tpn mnocTymieHMM BCEeM MalUEHTaM MPOBOAM-
JI0CH OOIIEKIMHUYECKOe O00CIe0BaHKNe, BKIIOYAIOIICEe
cOop aHaMmHe3a, kayno0, OOBEKTHBHOE OOCIICIOBaHKE
peOeHKa, O0IUi aHaIW3 KPOBH, OOIIMI aHAIU3 MOUYH,
OMOXMMHMYECKUI1 aHaJIU3 KPOBH, KOaryjiorpamMma, peru-
crpauusg OKI' B 12 oTBeaeHUsIX, CyTOYHOE MOHUTOPUPO-
Banue OKI, sxokapauorpadus (OxoKI'), peHrrenorpa-
(ust OpraHoB IpyTHON KIIETKH.

Bcem manmeHTaM BbINOTHEHA NEPBUYHAS MMILIaH-
tauust OKC. B mocrneonepaniioHHOM TEpHOJE MPOBO-
JUIIOCh TIOBTOPHOE HccliefoBaHue, BKimrouaromiee OKI,
Ox0KI, XM DOKI, penrtreHorpaduio OpraHoB TpyIHON
KJIETKH B 2-X MPOEKIHUSX, a TAK)KE KOHTPOJIb IIapaMeTPOB
OKC B cpoku 5-7 nuelr mocie BmemiarenbcTBa. KoH-
TpoibHOE oOcnenoBanue, Bkirodaromee IKI, DxoKT,
XM OKT;, xontpons napamerpoB IKC npoBoauiiocs ciy-
cTs 6 1 12 MecsiueB u anee exerogHo. Penrrenorpadus
OPTaHOB I'PYJAHOM KIETKH B 2-X MPOEKIHIX IPOBOINIACH
1 pa3 B 3 rona nocne nepsuunoit umruiantanuu JKC unu
yalie Mo MNoKa3aHUsM.

IToxazanus x mmmuantauuu OKC omnpenensiauck ¢
YUETOM HAIlMOHAIBHBIX PEKOMEHJAINH, pa3paboTaHHBIX
Ha OCHOBe pekoMeHnauuil EBpormeiickoil accounmanuu
APUTMOJIOTOB U JIETCKUX Kapauonoros [7]. CrocoOsl uM-
IUTAHTAUM M PEKUMBI CTUMYJSIIIMK B 3aBUCHMOCTH OT
BO3pacTa TalMeHTOB INpejcTaBieHbl B Tabm. 1. YV 5 ma-
LIUEHTOB C OJHOKAaMEpPHON TpenCcepaHON CTUMYIALUEH
(AAI) crumynsitop 661 UMILTaHTHpOBaH B cBsizu CCCY,
ACCOLIMUPOBAHHBIM C CHUMIITOMHOW Opajaukapauei, 118
nanueHTam ¢ noiHoi ABB u OnHOpmanbHOW maronorueit
HMMILIaHTHPOBAHBbI IByXkamepHble cructeMbl DKC. OnHomy
nanueHTy ¢ noiaHoi ABB u Grokazoit ieBoit HOXKH ITyd-
ka I'mca uMmmiIanTupoBaHa TpexkamepHas cucrema OKC.
OpnokamepHbie xkenynoukoBble cucteMbl DKC umruian-
TUpoBaHbl 21 manueHTy, 3 U3 HUX B Bo3pacTe A0 | rona.
[Tpu BEIOOpE VVI - pexkrMa CTUMYIISIIIMU TIPH TIEPBUYHON
nmanTanuu IKC MbI pyKOBOJCTBOBAINCH 1IETbI0O MHHU-
MHU3UPOBATh PUCK OCIIOKHEHHH, CBS3aHHBIX C U30BITOYHON
JUTMHOM 2JIEKTPOIOB KaK MPH HJI0-, TAK U TPH ITUKAP/IH-
QIBHOM MO/IX0JaX, M30eXaTh CTEPHOTOMUHM W HCIIOJIB30-
BarTh CyOKCcHM(OWJANBHBIA JAOCTYN MPH SMHUKAPIUATBHON
ctumymsiinu. Kpome toro, VVI ctumynsius ¢ MUHUMAIb-
HOW YacToTol He mojasisieT pyHKIMI0 AB coennHenus y
TMAIMEHTOB C YaCTUYHO COXpaHeHHbIM AB-mpoBeneHneM.

VY OONBIIMHCTBA MAlMEHTOB IMPU AMHUKAPAUATEHON
JIByXKaMEPHOW CTHMYJISIIMM NPUMEHSUIACh YacTHYHAs
CTEPHOTOMHS, y TALMEHTOB C OJHOKAMEPHOW SIHKap/H-
IBHON CTHMYIISIIIMEH - CyOKCHU(OUIaNIBHBIN gocTyn Oe3
CTEpHOTOMHH.

OnukapauanbHas umiuantanus OKC Oblia BIon-
HeHa 71 pebOeHky, sHmokapauaibHas - 74. CpeaHuil BO3-
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pacT naueHToB ¢ snukapauanbHoii cucreMoit IKC Ha mo-
MEHT MEePBUYHON MMIUIaHTalUU cocTtaBui 3,86+3,35 ner,
CpEIHHI BO3pPACT MALMCHTOB C JHIOKApAMaIbHON CHCTE-
Moit OKC Ha MOMEHT NepBUYHOI UMIUTAaHTAIlUX COCTABUI
13,28+3,39 ner. Cpeansist IPOIOTIKUTEILHOCTh CTUMYJISI-
UM OT MOMCHTA TICPBUYHON UMIUIAHTAIIUH JIO BBISIBICHHS
OCJIOKHEHHMH cocTaBuia 2,10+2,7 nert.

CmamucmuuecKkue mMemoosl UCC1E006AHUA

Craructiueckass 00pabOTKa MaHHBIX MPOBOIUIACH
¢ moMoInkko nporpammbl Statistica 10. KomuuecTBeHHBIC
MoKa3areJiv MpeCTaBICHbI B BUujie M+o, rie M - cpemHee
apudMeTHUeCKOEe, C - CPEIHEES KBaJPaTHYHOEC OTKIIOHCHUE.
Paznmiums kauecTBCHHBIX MMOKa3aTeIel OICHUBAIIH 110 KPH-
Tepuio y*. Pa3muuusi CUNTAIKCh 3HAYUMBIME [IPU YPOBHE
3Haunmoctu p<0,05.

HOJYYEHHBIE PE3YJIBbBTATbI

VY ManueHTOB C AMHKAPAHAIBHBIM CIIOCOOOM HM-
mraaTanud DKC pa3nudHbIe 0CI0KHEHUS OBLITH BBISBIIC-
HBI'Y 24 (33,8%) 00cnenoBaHHBIX, C YHIOKAPIHATBHEBIM - y
37 (50%) mereii (Tabmn. 2). BEIABIEHBI CSIYIOIIHAE OCI0XK-
HEHUS: TEMOJMHAMHYCCKHUE OCIIOKHEHUS (yBEINYCHHE
KaMep cepAla B IHHAMUKE W/WIIA pa3BUTHE BHYTPHIKEITY-
JTOYKOBOH M MEXOKETYIOUYKOBOW TUCCUHXPOHUH, MOSIBIIC-
HUE U HapacTaHWE CTEICHU PETYPTUTAINH Ha aTPUOBCH-
TPUKYSPHBIX KIIalaHaX), OaKTepUaTbHBIN YHIOKAPIUT,
reMOIepHUKap, MPEUMYIIECTBEHHO CBS3aHHBIN C Tep-
(doparueit mpaBoro mpeacepaus, OKKIFO3HS TOAKITIOUNY-
HOW BEHBI, IEPUKAPIUT, HHPHUIIPOBAHIE CTUMYIIATOPA H
ero noxa, nuciokanus DKC u HapymieHHe [eN0CTHOCTH
AIIEKTPOJIOB.

[Ipu sHOOKapAWalTbHOM croco0e WMILTAHTAIUU
JKEITYJOYKOBEII 3JIEKTPO MPEUMYIIECTBEHHO JIOKAIA30-
BaJICs B 00JaCTH BepXymKu mpasoro skerymouka (I1XK).
[pu smukapauanpaoit DKC KemymouKOBBIA 3IEKTPO
y 27 (38%) manmeHToB JIOKaJIN30BaJCs B 00JIacTH Bep-
xymku nesoro xemynouka (JDK) u Bepxymku [DK, y 44
(62%) mamueHTOB - B 30He cBoOOomHOM crenku ITK. Cie-
IIyeT OTMETUTH, YTO B «CcTapyro 3py» (1o 2013 roxa) mpu
MMIUTAaHTAlNHU dMUKapaAnanbHoi cuctembl DKC xemymod-
KOBBIN 3JICKTPOJI JIOKAJTH30BAJICS B 30HE CBOOOIHOM CTEH-
ki TDK. BonpmmucTBo PoccuiickuX KIMHUK O CHX TOP
PYKOBOJICTBYIOTCSI STUM TOAXOAOM. B mociennue romnsr B
Haled KIMHUKE MPU MEPBUYHOM SMUKapAUaIbHON CTH-
MYJISIIH JKEeTYTOYKOBBIA 3IEKTPOI JIOKAIHU3YeTCs B 00-
nmactu Bepxymku JOK, mu6o Bepxymku I[1K.

[pu snuKapaAraIbHOM CITOCOOE MMIUTAHTALUU Had-
Ooiee yacThle OCIIOKHEHUS OBLIM CBSI3aHBI C Pa3BUTHEM
TeMOIMHAMUYECKIX M3MEHEHHH B BHJE NPH3HAKOB ITCH-
CMEHKep-UHAYIIUPOBAHHOW KapIHOMHOIIATHH, OOYCIIOB-
JCHHBIX CTUMYJsiuend cBodomHoit crenkn [DK. Crumy-
JSAIWST BBIMICHA3BAHHOW 30HBI TIPUBOAWT K Pa3BUTHIO
ANEKTPUICCKON W MEXaHWYECKOH NUCCHHXPOHHWU W JIHC-
¢yukaun JOK. Cnemyer oTMeTUTh TOT (aKT, 9TO y TEX Ta-
IIUEHTOB, KOTOPEIM OBLIa MPOBEICHA TIePBUYHAS WMILIAH-
TaIus AMHUKAPAAATBHOTO JIEKTPOIa B 00JIACTH BEPXYIIKH
JK (n=27, 38%), reMonnHAMHYECKUX OCIIOKHEHUH 3ape-
THECTPUPOBAHO HE OBLIO.

B panHeM mocieonepanmOHHOM TEpUOAE MOCIe
UMIUTAaHTAIWHU nuKapaunanbHoit cuctembl DKC y 2-x ma-
IIUCHTOB OBLI TUATHOCTUPOBAH MEPUKAPIUT U Y OTHOTO
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MaIMeHTa BBIABICH reMornepukapa. B oraanennom nocne-
OIIEPAIIMOHHOM IEPUO/IE Y 4-X MAIlMEHTOB BBISBICHBI JIUC-
nokaruu OKC u 27eKTpoioB U HapyllIeHHUEe UX LEJI0CTHO-
CTH, B TOM YHCJIE Cep/ieuHast CTPAHTYJISLUS Y TAIIUEHTKH C
BpokrieHHOH ABB. JlaHHO€ OCliO’KHEHHUE BBISIBIIEHO Yepe3
2 Tojia mocIie NMepBUYHON UMIUTAHTALUH SMHKAPIHaIbHON
cuctembl DKC, BbInoMHEHHOM B Bo3pacTte 1 roja.

ITpu pexume ogHOKaMepHOH 3nukapauanbHoi VVI
CTUMYISILIMM  OTMEYaJICh TOJBKO TI'eMOJMHAMHYECKHE
OCIIOXKHEHUs, cBA3aHHble ¢ auccunxponuer JDK. Ilpu
JByXKaMepHoM pexkume ctumynsnuu (DDD) napsany c re-
MOJMHAMUYECKUMH OCJIOKHEHUSIMH, 3aUKCHPOBAHBI OC-
JIOXKHEHUS, CBSI3aHHbIE HEMOCPEICTBEHHO C 2JIEKTPOAAMU
SMMKapAMAIBLHON cucTeMbl (Tal. 2).

[Ipu TpaHCBCHO3HOM (PHIOKAPIUAILHOM) CIOCO0E
CTUMYJISIIMK OCIIOKHEHUSI, CBS3aHHbBIE C HApYNICHHEM re-
MOJIMHAMUKH OBUTH 3aperuCTPUPOBAHBI Y TAKOTO XKe KO-
JIMYECTBA MAIMEHTOB, YTO M B TPYIIIE SMHUKapAUAIBHON
crumyisinuu (tadn. 2). OmHako, MO KauyecTBY reMoOAWHaA-
MHUYECKHX OCJIO)KHEHHUIT ObLT BBISBJIEH psiji oinuuid. Ecin
B IPyIIIE C SIHUKApAUAIBLHON CTUMYISIHEH BCE MAIlMEHTHI
C TeMOJAMHAMHUYECKMMH OCJIO)KHEHUSIMU HMMENH TpU3Ha-
KM TIeHCMeHKep-MHAYyIMPOBAaHHOW KapMOMUOIATHH, TO
B TPYyIIE JIeTel ¢ AHJOKapIUaIbHOW CTUMYJISIIUECH TeMO-
JTUHAMHYECKHUE OCJIOKHEHUS TONBKO Y 8 (47%) manueHToB
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NIPeJICTaBICHbI eHCMeNKep-UH Ty IUPOBaHHOH KapAHOMHO-
narueit, a y 9 (53%) manueHToB - HeIOCTaTOYHOCTRIO TPH-
kycnpanbHoro kianana (TK). Bomee wacrast BcTpeuae-
MOCTb IeHCMeHKep-nHIYIUPOBAHHOI KapAHOMHONATHH Y
JIeTeH ¢ MUKApIUaIbHON CTUMYISIUEH 110 CPaBHEHUIO C
MalMEeHTaMU C YHJ0KapIMalibHOW CTUMYJISIIUEH OKa3aiach
cratucTrdecku 3Hauumoit (p=0,047) 1 oTMevanach TOIBKO
y NMAlMEHTOB C AIHKapANAIBLHON UMILUIAHTAIMEH KeTy104-
KOBOTO 3JICKTPOJia B 001acTh cBOOOIHOM cTenku [1K.

B rpymnme manueHToB ¢ 3HAOKapANAIbHON CTUMYJIS-
LMeH paHHUI OCIeonepaluOHHbINA epro] y 3-X NalueH-
TOB OCJIO)KHHJICSI TEMOIIEPUKAP/IOM, aCCOLIMUPOBAHHBIM C
nepgoparyeil mpaBoro npenacepaus. Y OJHOTO MalueHTta
OTMEYEH NEepHKapIuT. B oTHaneHHOM IociIeonepanioH-
HOM TIEpHOJie OBLIO 3aperuCTPUPOBAHO OJIHO M3 CaMbIX
I'PO3HBIX OCJIOKHEHHH SHJOKapAHAIBHON KapIHOCTHMY-
JSIIMY - Pa3BUTHE MH(MEKIIMOHHOTO SHI0KapauTa. JlanHoe
OCIIO)KHEHHE BO3HHKJIO 4Yepe3 10 Jjer mocie rnepBUYHON
nmmuiantanma OKC u motpeboBaio MpoBeleHUs orepa-
LMY Ha OTKPBITOM CEpJle C MPUMEHEHHEM HCKYCCTBEH-
HOTO KpOBOOOpalieHHs, JCHMIUIAHTAllMM BCEH OSHJIO-
KapauansHOH cuctemsl, mnactukn TK ¢ mocienyromieit
nMIulaHTanueit snukapauansHoit cucrtemsl OKC. Kpome
TOTO OTJAJICHHBIC TIOCJICONIEPAIIMOHHBIE OCIOXKHEHHS SH-
JIOKapAHaIbHON CTUMYIISIIIMM OTMEUEHBI eI y JIBYX Maly-

Tabnuua 1.

Pesrcumot cmumynayuu u Ccnocoobl umnjianmauuu cucmemaosl 3KCy oemelil co CMPYKMYPHO HOPDMAIbHbIM cepbueM

6 3asucumocmu om eozpacma, n (%)

Crroco6 UMILTaHTauN
OupokapauanbHeid, n=74 (51,03%) OnukapauaibHelid, n=71 (48,97%)
AAI DDD VVI Bcero DDD DDD-biV VVI Bcero
n=5 n=57 n=12 n=74 n=61 n=1 n=9 n=71
(3,45%) | (39,31%) | (8,27%) | (51,03%) | (42,07%) | (0,69%) (6,21%) | (48,97%)
Ho 1 rona 9(6,21) 3(2,07) | 12(8,28)
1-3 rona 1 (0,69) 1(0,69) |23(15,86) 1(0,69) 3(2,07) |27(18,62)
3-7 ner 1 (0,69) 1 (0,69) 2(1,38) | 16 (11,03) 3(2,07) 19 (13,1)
7-10 ner 1 (0,69) 6 (4,14) 2 (1,38) 9(6,21) 7 (4,83) 7 (4,83)
Crapuie 10 et | 3 (2,07) | 50(34,48) [ 9(6,2) |62 (42,75)| 6(4,14) 6 (4,14)
Tabnuua 2.
Ocnosxichenua npu INUKAPOUATLHOU U IHOOKAPOUAIbHOU CHIUMYIAYUY 8 3A8UCUMOCHIU OML PEHCUMA CHIUMYIAUUU,
n (%)
Croco0 UMIUTaHTAInA
DHnokapauansHbi, n=74 (51,03%) OnukapananbHeIid, n=71 (48,97%)
AAI n=5 DDD n=57 VVI n=12 DDD n=61 DDD-biV VVI n=9
(3,45%) (39,31%) (8,27%) (42,07%) n=1 (0,69%) (6,21%)
IemonuHamMu4eckue 12 (21,05) 5(41,6) 14 (22,58) 3(33,3)
Hucnoxanust DKC* 11 (19,29) 2 (16,6) 4 (6,45)
[epukapaut 1(1,75) 2(3,22)
Temonepukapn 3 (5,26) 1(1,61)
BD 1(8,33)
Wudummposanue DKC 1(1,75)
OKKJTIO3UST BEHBI 1(8,33)
Bcero 28 (49,12) 9 (75) 21 (33.,87) 3(33,3)

IIpumeuanue: * - 1 HapyIIEHUE LIETOCTHOCTH MIEKTPOAOB, B - GakrepuaabHBINA DHIOKAPIUT
2
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€HTOB: B OJTHOM CJIy4ae - OKKJIFO3HsI TIOIKJIFOYNYHON BEHBI,
B ipyrom - uHpunuposanue joxa IKC.

OBCYXJIEHUE MOJYYEHHBIX
PE3YJIBbBTATOB

OnHUM U3 CIIOPHBIX M HEPELIEHHBIX BOIPOCOB JET-
cxot OKC ocraercs BpIOOp crtoco0a UMILTAHTAIIUH: DITH-
KapIUaJIbHOTO WX SHAOKapAUAIbHOTO B 3aBUCUMOCTH OT
BO3pacTa nanueHTa. Kaxaplit MeTo; IMeeT CBOM IPEeuMy-
miecTBa U HemocTark [8, 9]. [IpoBeneHHBIN HAMH aHAIIN3
MIOATBEPXKIAET 3TO M JEMOHCTPHPYET, YTO HU 3MH-, HU
9H/IOKapAMAIbHBIM TMOAXOJ HE rapaHTHPYET OTCYTCTBHE
OCJIOKHEHUH.

JUist SHAOKapAWANbHOW CTUMYISLHUHM XapaKTepHBI
TaKHe OCJIOKHEHUS, KaK HAapyIIeHNE M30JISALUH, TUCIOKa-
LIUH 3JIEKTPOIOB, Tepdoparust cepala, He0CTaTOYHOCTh
TK, pasButHe OakTepHalbHOTO SHIOKAPIUTA. DHIOKAp-
nuanbHble cucteMbl DKC nMeroT BBICOKHIT PHUCK pa3BH-
THS BEHO3HOH OKKIIFO3MH W BEHO3HOTO TPOMOO03a y JeTel,
YTO SBISIETCS MPUYUHOIN OTCYTCTBHSI BO3MOXKHOCTH TIO-
BTOPHOTO HPUMEHEHHs BEHO3HOTO JOCTyna B Oyaymiem
1 TIPUBOJUT K OoJiee CIOKHOMY BeAeHHUIo namnuenTa [10,
11]. Hapacranue crenenn perypruranuu TK cBs3aHO Kak
C M30BITOUYHBIMH HETISIMH JIEKTPOJOB, 3arac KOTOPBIX
HEOOXOJMM B CBS3M POCTOM ITALMEHTA, TaK M C KOJHMYE-
CTBOM DJJICKTPOJIOB, NMPOXOASAIINX YEpe3 €ro OTBEpCTHE
BCJIEZICTBUE TPAHCBEHO3HBIX PEHMIUIAHTALUI B TEUEHHE
KU3HU manueHTta. A mockoiabky DKC HeoOxommma Ha
MIPOTSHKEHUH HECKOJIBKUX ACCATHIICTHH, TO OONBIIOE KO-
JMYECTBO 3JIEKTPOJOB, TPOXOAS Uepe3 TPaHCBEHO3HBIN
KJIallaH, JIMIIb yCYTyOssieT HapyIeHNs] BHYTPUCEPACTHON
reMoguHaMHUKH. OCJIOKHEHHUs, CBA3aHHBIE C MHPHUIUPO-
BaHMEM MMIUTAHTUPOBAHHBIX YCTPOUCTB, IO IaHHBIM pa3-
HBIX aBTOPOB COCTaBILAIOT OT 1% 10 19% [12]. Ilpu sTom
OKOHYATEJIbHOE M3JICYCHNE TAIEHTa BO3MOXKHO TOJBKO
IIPY TIOJIHOM yJaJleHUH MH(UIIMPOBAHHBIX 3JIEKTPOJIOB U
EKTPOKAPIUOCTUMYJIISITOPA, UTO aAKTyaJIH3HPYET Hepe-
LICHHYIO Ha CETOAHSIIHUHA JEHb MPOOIEMy SKCTPAKIMU
9H/IOKAPIUAIIBHBIX AJIEKTPOIOB Y JIETEH.

B mpoTHBONONOKHOCTH SHIOKAPANATEHON MMILIaH-
taru DOKC, npu snukapanaIbHON CTUMYIIITUE Hanbomee
4acTo HaONIOMAIOTCS MEXAHHUUYECKHE OCIIOKHEHHS, CBS-
3aHHBIE C EPEIOMOM 3JIEKTPOJOB, MEHEE JUTUTENbHAsT UX
«BBDKHBAEMOCTDBY, & TAK)KE PUCKH, CBI3aHHBIE C TOPAKAIb-
Hoit xupyprueit [ 13]. Oxrako nmpobiaeMa «BBDKHBAEMOCTIY
SMMKapAUAIBHBIX 3JIEKTPOAOB, HAOIIOAABIIASACS HA 3ape
OKC, B HacToOsIIIee BpEeMsI CTAHOBUTCS MEHEE aKTyaJIbHOM.
[IpumMeHeHne CTEpONIHOTO MOKPBITHS OTPAHUYMBACT BOC-
TTJINTEIIbHBIN OTBET B MECTE CONPUKOCHOBEHHMS AJIEKTPOAA
1 Cep/IeYHON TKAaHW, YTO NPHBOJHUT K CHIDKEHUIO OCTpPO-
IO U XPOHMYECKOTO MOPOTOB CTUMY/ISIIUKM M YBEINYNBACT
cpoxk ciryxO0sb1 Oarapen. IIpu cpaBHEHNN COBPEMEHHBIX 3H-
JOKapANAIBHBIX U 3MUKapANAIBHBIX 3JIEKTPOIOB CO CTe-
POUHBIM TTOKPBITHEM HPOAEMOHCTPHPOBAHO NPAKTHYEC-
KO€ OTCYTCTBHE Pa3HHUIIBI «BBDKMBAEMOCTI» HIIEKTPOIOB.
Cpenn MexaHN4eCKNX OCJIOKHEHUN SMMKapAUaIbHON CTH-
MYJISILIH PEIKUM, HO OY€Hb CEPhE3HBIM, SBISETCS Cepaed-
Hasl CTPAHTYJISIHS, KOTOpast OrpaHUYEHA TeANaTpUIeCKON
noryssinueit. C pocToM peOeHKa TPpH JUCIOKAUK METIIN
NIEKTPO/IA TIPOUCXOUT CTPAHTYIIALIUS CEPALA U B 3aBHCH-
MOCTH OT MECTa MaKCHMaJIHOTO C/IABJICHHS MOXKET HpH-
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BECTHU K CTCHO3Y KOPOHAPHBIX apTepHil, HEAOCTATOYHOCTH
KJlaraHa Wi AUCOYHKIMHU JKETylI04Ka, ¢ TOCIEYOIHM
BO3HHUKHOBEHHEM CEpPACYHOTO MPUCTYIMA, KOTOPBIA MOXKET
3aKOHYUTCS JIETAIBHBIM HcxonoM. Oco0o mpucranbHoe
BHUMAaHHE CIEAYyeT YIeNATh JETAM, KOMY HMMIUIaHTaIUs
OKC BbInonHAnIach B Bo3pacTe 10 6 MecAlEeB, BCISICTBHE
0oJiee MHTEHCUBHOTO (PU3UUECKOTO PA3BUTHS U BHICOKOW
BEPOSTHOCTH (DOPMUPOBAHUS CEPICYHON CTPAHTYIISIHN
n3-32 HaJau4uus M30BITOYHOM AJIMHBI AJIEKTPOIOB B Cpe-
JocTeHuH. [l OUAarHOCTUKU JaHHOTO OCJIOXKHEHUS pe-
KOMEHIOBAHO €XXETOJJHOE XOKapAnorpapuyeckoe nccie-
JIOBAaHWE W TIPOBEJICHWE KOHTPOJIBHBIX PEHTreHOrpaduii
OPTaHOB IPYAHON KJIETKU B 2-X MPOEKIHUAX Kax/ble 3 rofa
Yy acUMNOTOMHBIX manueHToB [14-16]. Ha ceromusiminmii
JIeHb B MUPOBOI JuTeparype omucaHo Bcero 20 ciyuaeB
crpanrysinuu cepaua [17, 18]. B Hamell kiuHHUKe €CTh
OMBIT JICYCHUSI TAKOTO OCIOKHEHHs y 2-X MAaIMEeHTOB: y
oxHoro u3 Hux OKC umnnantupoBaH B Bo3pacte 1,5 me-
csaueB no npuunHe nonHoit ABB mocne xupyprudeckoit
KOPPEKIIMU BPOXKJIEHHOTO Mopoka cepaua [19], apyromy
nanueHTy DKC ummiianTupoBaH B Bo3pacte 1 roja B cBsizu
¢ BpoxkaeHHo ABB, nucnokarus nerens 3eKTPOIOB BbI-
SIBJICHA 4epe3 2 roja mnocjie NepBUYHON dMUKapAUaIbHON
nmmutanTanuu OKC. B nepBoM KIMHMYECKOM Cllydae BbI-
MOJTHEHA XUPYpPrUuecKasi KOppeKIus - 3aMeHa SUKap/Iu-
anbHOI cucteMsl 31exTpoaoB 1 IKC. Bo BropoM knuHu-
YECKOM Clly4yae IJIaHUPYEeTCsl aHAJOTHYHOE ONEepaTHBHOE
BMEIIIATEIbCTBO.

Crnenyer otrmeruTh, uTo Bepxymka IDK sBnsercs
caMOM 4acTOM 30HOH CTHUMYJSAIMM THPU HUCHOIB30BAaHUU
TPAHCBEHO3HOTO (9H/I0KAPIUATIBHOTO) JIOCTYIA, KOTOPBIN
obecrieunBaeT cTabWILHOE TOJIOKEHHE 3JIEKTPoJa U OT-
cyTcTBHE ero cMelnieHus. OnHaKo JUINTeNbHAas aluKaabHas
sHOKapAuanbHas ctumynsanus DK MoxeT npuBoauts k
neiicMelikep-uHIyIUpoBaHHON  Kapauomuonatuu  [20].
IlepcriekTUBHON A MPEAOTBpAIEHUS AAHHOTO OCIIOXK-
HEHUs MPEJICTaBIACTCS CTUMYNIALUS Myuka ['uca, koTopas
yayumraer ¢pyakuuto JDK v HuBenMpyeT CUMIITOMEBI cep-
JICUHOH HEAOCTaTOYHOCTH, BTOPUYHBIE IO OTHOIIEHHIO
K JKEIyJ0OYKOBOH JUCCHUHXPOHMHU. JlaHHas MeToauKka B
HacTosiIIee BpeMsi HaOWpaeT MOMYISPHOCTh Y B3POCIBIX
MaIMEHTOB, KOTOPBIM TPeOyeTCs cep/ieuHast PECHHXPOHH-
3UpYIOLIas Tepamnus, OJJHAKO OIBIT IPUMEHEHUsI e€ y eTei
OTpaHUyeH, HO OYEHb MepcreKTuBeH [21].

B mocrnennue rogpl B 3apyOeiKHBIX ITyOIHMKaIUsIX
00CYXIAI0TCSI BOITPOCHI O 30HAX JKEIYAO0YKOBOH CTHMY-
JSIMK TIPU 000WX BapUaHTaxX UMILIAHTAIUH 3JIEKTPOJOB
OKC. Crumynsuus «ONTUMAJIbHOTO Y4yacTKa» JOJDKHA
OBITH HampasiieHa Ha NPOPUIAKTHKY NelicMeHKep-uHTy-
LIUPOBAHHOW MEXaHMYECKOH THCCHHXPOHUH, OCOOEHHO
y JeTeld, KOTOPBIM CTUMYJSTOP ObUI UMILIAHTUPOBAH B
MJajaleM JeTCKOM BO3pacTe W MMEIONUX NEePCHEKTUBY
noxkuzneHHot DKC. bpino mokazaHo, YTO CTHUMYIISIITUS
BepXylKku 1 6okoBoi crenku JIK npu snuxapananbHoOM
OKC umeeT HaMOOMBIIHI MTOTCHIMAT IS PEIOTBPAIIC-
HUSI IMCCUHXPOHHUHU U CHMIKCHHUSI COKPATUTENBbHON (DyHK-
umu JDK, Torma xkak DKC BeIXOAHOTO OT[€eIa U OOKOBOI
crenkn [IDK cBsizaHa ¢ BBICOKMM PHCKOM JHC(YHKIMA
JIX [22, 23], uTo cornacyeTcs ¢ HalllUMU pe3yabTaTaMu.
[leficmelikep-UHAYIUPOBAHHAS KapJUOMUOINATUS BBISB-
Js1ach TONBKO y MAI[UEHTOB C 3MUKAPAUATIBHON CTUMYJIS-
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nueit ceodonHoM crenku 1K, a y manueHToOB ¢ anukanb-
Ho#t JOK ctumynsiiueit reMoguHaMUYeCKUX OCI0KHEHUN
BBISIBIICHO HE OBLIO.

B nokazanusx ans ummiantanuu OKC y gereit et
YETKUX PEKOMEHJAIMH MO BBIOOpY criocoba MMILIaHTa-
nuu. Tak B peKoOMeHJaIMsIX KOHCeHcyca skcnepToB EB-
porneiickoll accoldalid apuTMOJIOTOB M ACCOLMAINH
eBponeickux aeTckux kapaunosuoros B 2013 roay y nereit
J0 nocTuxkeHus Beca 10 Kr mpesuiaraeTcs MMIUTAHTALUs
CHUCTEM C HCIOJIb30BAaHHEM TOJIBKO 3MHKAPAHATIBHBIX
3JIEKTPOOB, Y OCTAIbHBIX MAlIUEHTOB PEKOMEHAYETC s UC-
M10JIb30BaTh MPEUMYIECTBEHHO TPAHCBEHO3HBIE CHCTEMBI
[7]. OnHako ¢ y4yeToM COBPEMEHHBIX MHUPOBBIX TEHJAEH-
LU ¥ ONbITa BEAYIINX 3apyOEKHBIX KIMHUK HCIOJIB30-
BaHUE METOJUK AMUKAPAHATIBHON UMIIAHTALUU HIIEKTPO-
JIOB HaXOJUT BCce OOoJblIee MPUMEHEHNE KaK B CHITy Oojiee
CEPbE3HBIX OCIOXKHEHUH NMPU UMIUIAHTAIMH TPAHCBEHO3-
Hoit cuctemsl DKC, Tak U B CBSI3U ¢ BO3MOXKHOCTBIO BbI-
00pa reMoJJMHAMHYECKH ONITUMAJIbHOM 30HBI CTUMYJISIIINA
MpU 3MUKapIUANbHON METOAuKEe AN MPEJOTBPALCHUS
neficMekep-uHIyIUPOBAaHHONW TUCCUHXpoHMH [22, 23].
ONUKapIUaTbHBIA CIIOCO0 MPEIIOYTUTENICH TIPU JIF0O0H
niepBoii umrutantaunu DKC y pedeHka Tak Kak Mo3BOJIsIeT
MaKCUMAaJIbHO OTCPOYHTH YCTAHOBKY SHAOKapIUaIbHOM
CHUCTEMBI CTUMYJIALIUU, NMPUMEHEHUE KOTOPOM aKTyamu-
3MpyeT HEepeIICHHYI0 Ha CErOAHSIIHUKA JeHb npoliiemMy
SHJIOBACKYJISIPHOM JKCTPAKIUU 3JEKTPOAOB y nered. B
OOJIBIIMHCTBE CITy4aeB NPU BOSHUKHOBEHHHU OCIOKHEHUH
SKCTPAKIMA SHJOKAPAUAIBHBIX 3JIEKTPOJOB OCYIIECT-
BIISIETCSI B IIpoliecce ONepali Ha OTKPBITOM CEpJLe C
HCIIOJIb30BAHUEM HMCKYCCTBEHHOIO KpPOBOOOpAIlCHHMS, a
METOAMKH MUHUUHBA3UBHOTO JIA3EPHOTO MJIM MEXaHUYeC-
KOTO yJaJeHUs 3JIEKTPOJOB y AeTel MOoKa He MOIydUIIH
MOJIOKUTEIBHBIX PE3YJIBTaTOB HE TONbKO B Poccuu, HO U
B mMupe [25-28].
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Ozpanuuenue nyonukayuu

B Hameli myOGnukanuy npsMoe CTaTHCTHYECKOE CPaB-
HEHHE TTaleHTOB C 311~ U SHAOKAPAHATBFHON CTUMYIISAIH-
eii OBIIO 3aTPYJHEHO, OCKOIBKY MCXOMHO 3TH MAIlMCHTHI
HECOIIOCTaBUMBI 110 BO3PACTY U XapaKTepy OCIOKHEHHH.
JlanHbIld (DakTOp B MCCIEAOBAHWUU CIIOCOOCTBOBAIl TOMY,
YTO Pa3JINYMs B KOJTMYECTBE OCIOKHEHUH M- U SHI0KAP-
JUATBHON CTUMYJISIIIMK B PAa3HBIX BO3PACTHBIX IPYIIaxX HE
OBLTH OOHAPYKEHBI.

3AKJIIOYEHHUE

Hanuumne moCTOSIHHOTO HCKYCCTBEHHOTO BOIUTENS
pUTMa y JeTel, B OTINYUe OT B3POCHIbIX MAlUEHTOB, Tpe-
Oyer Ooiiee TIIATEIBHOIO JAMHAMUYECKOTO HAOIIOACHHUS,
Britouatoniero XM OKIT, neransayto OxoKI, penrenorpa-
(buro opraHoB IPyHOI KIETKH B 2-X MPOEKIHSX, OLEHKY
napameTpoB OKC. B HacTos11ee BpeMs B TeANaTpUIeCKOM
KapIUOCTUMYIISIIUN OCTAIOTCA HEpEIIEHHBbIE BOIPOCHI.
HawuGonee akTyaabHBIMU U3 HHX SIBIISTIOTCSI BEIOOpP CIIOCO-
0a IMIUTaHTAIMY U TIPEIOTBPAIEHHE OCIIOKHEHNH, pa3BH-
BAIOMIUXCA MPU TOCTOSHHON CTUMYIISALUY.

CornacHO HCCNEAOBaHUSM MOCIHETHUX JIET U Ha-
IIeMy ONBITY HauOoiee paluOHAIBHBIM SIBISICTCS TIPH-
MEHEeHHEe NepBUYHOM snukapauanbHoi cucrtemsl JDKC ¢
UMIUIaHTanuel anekrposaa Ha Bepxymky JDK, 3To nmo3Bo-
JISIeT COXPAHUTh BEHBI JJIs SHAOKAPAUAIbHON CTUMYIIALUT
B OoJjiee craplieM Bo3pacTe, ¥ NPEIOTBPATUTh Pa3BUTHE
reMOJIMHAMUYECKUX OCJIOKHeHUH. CreayeT y4YUTHIBATH,
YTO HU SMUKApAUANIbHBINA, HU SHAOKapAHAIbHBIN CIOCO-
OBl KapIUOCTUMYIISIIIMN HE TapaHTHPYIOT OTCYTCTBHE OC-
JIO)KHEHUH, OJHAKO COOJIOAEHHE BBIIICIIEPEUHCICHHBIX
YCIIOBUI TMO3BOJST JOOWTHCS BBICOKOH 3(PPEKTUBHOCTH
1 0e30MacHOCTH KapJHUOCTHMYISIMN Yy jaeTeld. Perienue
9THX BOIPOCOB MMeEET OOJbIIOe 3HAYECHHUE ISl PA3BUTHS
OTEUECTBEHHOH NeAnaTpU4eCcKOi KapJuOCTUMYIISAIUH.
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OCOBEHHOCTU ®APMAKOTI'EHETUKU JABUTATPAHA: OB30P JIUTEPATYPhI
A.O.Pyb6anenko, O.A.Py6anenxo, FO.B.Ilyxkuun
Dedepanvroe zocydapcmeenHoe 100xicemHnoe 00pazoeamensvHoe yupexcoenue evicuiezo oopazoseanusn «Camapckuii
20Cy0apcmeen bl MeOuyuHcKuil ynugepcumem» Munucmepcmea 30pasooxpanenusn Poccuiickoit @edepayuu,
Camapa, yn. Yanaesckas, 0. 89.

Habueampan sigrsiemcsi 6b1COKOIDHEKMUBHBIM NEPOPATLHBIM AHMUKOAZYISIHIMOM, UCNIOIb3YEMbIM Y RAYUEHINOS C
ubpunayuetl npedcepoutl, 6eHOZHbIMU MPOMOO3aAMU, MPOMOOIMOOIUEI Ie20UHOU apmepull, NPU OPMONEOULeCKUX One-
payusx. Haubonbutyio pons 6 e2o akmusayuu u mparcnopme ueparom nevenoynas kapooxcunscmepaza (CES-1) u P-enu-
Konpomeun. K nacmosiwemy epemenu usyyenvl paziuynvle ceHemudecKue nOIUMOpQuMbl BbIUEYKAZAHHBIX CUCTEM,
GIUAIOUUX HA PapmMakoKuHemuky oadbueampana, maxue kak rs2244613 (C > A), rs8192935 (T > C) urs71647871 (G >
A), rs1128503 (1236 C > T), rs2032582 (2677 G > T), rs1045642 (3435 C > T) u rs4148738 (G > A) u dpyeue. B mo dice
epemsi YOeOUmenbHblX OaHHbBLX, OOKA3LIBAIOUWUX HeOOXOOUMOCIb PYMUHHO20 ONpedeleHus: papmakoeeHemurku oaduea-
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KoaloueBbie ciioBa: paburarpad; (apMakoIMHaMHKa; (apMaKOKMHETHKa; (apMakoreHeTHKa; (GHOPUILISIUS
npeacepanii

KonduunkT HHTEpECcOoB: He 3asBIICH.

dunaHCHMPOBaHME: OTCYTCTBYET.

Pykonncs nonyuena: 23.11.2021 Ucnpasiennas Bepeus nojydena: 23.12.2021 Ipunsita k myoumkanuu: 27.12.2021
OTBeTcTBeHHBII 3a nepenucky: Pybanenko Anaronuii Onerosud, E-mail: anatolii.rubanenko@gmail.com

A.O.Py6anenko - ORCID ID 0000-0002-3996-4689, O.A.Py6anenko - ORCID ID 0000-0001-9351-6177, }O.B.11lyxuH -
ORCID ID 0000-0003-0387-8356

Jas nurupoBanus: Pyoanenko AO, Pybanenko OA, [ykun FOB. OcobenHocTH (hapMakoreHeTHKH nadurarpaHa: 0o-
30p nuteparypbl. Becmuuk apummonoeuu. 2022;29(1): 39-44. https://doi.org/10.35336/VA-2022-1-06.

PECULIARITIES OF DABIGATRAN PHARMACOGENETICS: LITERATURE REVIEW
A.O.Rubanenko, O.A.Rubanenko, Yu.V.Shchukin
Federal State Budgetary Educational Institution of Higher Education «Samara State Medical University»
of the Ministry of Healthcare of the Russian Federation, Samara, 89 Chapaevskaya str.

Dabigatran is highly effective oral anticoagulant used in patients with atrial fibrillation, venous thrombosis, pulmonary
embolism, orthopedic surgery. The most important role in activation and transport of dabigatran play hepatic carboxyl-
esterase-1 (CES-1) and P-glycoprotein. To date were studied different polymorphisms that affect the pharmacokinetics of
dabigatran such as rs2244613 (C > A), rs8192935 (T > C) urs71647871 (G > A), rs1128503 (1236 C > T), rs2032582
(2677 G>T), rs1045642 (3435 C > T) urs4148738 (G > A) and others. At the same time, there is no need of dabigatran
pharmacogenetics testing in routine care. On the other side, existing literature data is often controversial, that s why future
studies are needed to answer the above-mentioned question.
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JlaburarpaH, Kak HW3BECTHO, OTHOCHTCSI K YHCIY
MIPSIMBIX TIEPOPATBHBIX aHTHKOATYSIHTOB, MEXaHU3M JICH-
CTBHSI KOTOPOTO CBOJMTCSI K HENOCPEACTBEHHOMY WHIH-
OupoBanuto TpomOuHa - Ila hakTopa cBEpTHIBAHMS KPOBU
[1]. JauHblii mpenapar ObUT CO31aH, B MEPBYIO OYEpEb,
Kak ajbTepHaTHBa HENPSIMOMY AaHTHKOArYJSHTY Bapda-
pHUHY, BBHJY MHOTOYUCICHHBIX HEIOCTATKOB IOCIC/-
HEro, 3aTPyAHSIBIIMX €ro HCIOJIb30BaHHE B pEajbHON
KIIMHUYECKO# npakTuke. Jlaburarpan BriepBbie ObLT 3ape-
ructpuposaH B EBpone, 3arem B 2010 rogy - B CIIIA, a
nocie - 1 B Poccnu Juist npomitakTHKK MHCYIIBTA Y TIalH-
enToB ¢ pubdpumsiumeit npeacepauii (OIT) [2]. B nanbHei-
1IIeM JaHHBIH perapar cTall UCTIOIb30BaThCs Y MAllMeHTOB
C TPOMOO30M IJTyOOKHX BEH, TPOMOOIMOOIHECH JTETOUHON
apTepud, a Takke B oproneauu [3, 4]. K npeumyuiectsam
JaburarpaHa OTHOCSIT XOPOUIYIO TEPEHOCHMOCTb, IPO-
CTOTY TNpHUMEHEHHs, AP(EKTHUBHBIA AHTUKOATYJISTHTHBINA
addekT, npeackazyemMyro GapMakOKHHETUKY M OTCYTCTBHE
HEOOXOZMMOCTH B PYTHHHOM KOHTPOJIE CBEPTHIBAHHS KPO-
BU Ha (one ero npuema [1, 3, 5]. OnHako K HacTosIIEMY
MOMEHTY HMEIOTCS CBEJCHUS 00 0COOCHHOCTSX (hapMma-
KOKMHETUKH ¥ (hapMakoJMHAMHUKH JJAHHOTO Npernapara y
pa3IMYHBIX MALUEHTOB, KOTOPHIE MOTYT CONPOBOX/IATHCS
pa3BUTHEM TPOMOO30B MJIM KPOBOTECUEHHUH B KIIMHHUYECKOM
npakTtuke [6-8].

Llenpro HacTosiero o030pa sIBUIACH OLIEHKA BIIHS-
HUSI Pa3IMUHBIX TEHETHUECKUX ITOJMMOP(GU3MOB Ha (ap-
MaKOJJMHAMHKY U (papMaKOKHHETHKY JadurarpaHa.

DAPMAKOJUHAMUKA
N PAPMAKOKHUHETUKA JABUTATPAHA

Kaxk n3BecTHO, 1aburarpan Ha3HAYAETCs B BUJE IIPO-
JIeKapcTBa - Jaburarpana STeKCUIIaTa ¢ OMOI0CTYTHOCTBIO
okormo 7% [9]. HdaburarpaHa STeKCHWIAT SIBISIETCSA CYO-
CTpaTOM JUIs TPAHCIIOPTHON MOJIEKYIIBl P-TiIMKONIpoTenHa,
CJIe/IOBATEIbHO, OH MOXKET BCTYIATh BO B3aHMMOJCHCTBHE
C MHIYKTOpaMH (HampumMep, pudaMIHIIH, aHTHPETPOBH-
PYCHBIE Ipernaparsl, KapbaMas3enuH | T.1.), a TAKXKe C UH-
rHOUTOpaMu (HampuMep, UKIOCHOPHH, KIAPUTPOMHLIUH,
JIPOHEIapOH, aMHOIapOH, BeparaMiI, THKarpeaop 1 T.1.)
JTAaHHOH MOJIEKYJbI, TEM CaMbIM CIIOCOOCTBYS, COOTBET-
CTBEHHO, CHIKEHHIO JINOO YBEIWYCHUIO KOHIICHTPAIUN
JAHHOTO Tperapara B mia3me kpoBu [10]. B mocnemnem
cllyyae pHCK KpOBOTE€UeHHIA Ha (poHe mpruema jadburarpana
MoxkeT Bo3pactath [11]. Tak, B uccnenosanuun M.Bernier
et al. (2019), y mamueHTOB, MPUHUMABIINX IaOHWTaTpaH
COBMECTHO C HMHIMOMTOpaMH P-TIMKONpOTEMHAa KPOBOT-
eueHnst ormevanuck B 30,4% ciydaeB, IO CpaBHEHHUIO C
8,0% ciy4aeB y MalMEeHTOB, HE NMPUHHMABIINX BBIIICY-
Ka3aHHbIe Tpemapatsl [12]. CrnemoBarenbHO, Ha3HAYCHUE
JaburarpaHa B COYCTaHHM C BBINIEYKAa3aHHBIMHU IIperia-
paramu TpeOyeT OCTOPOKHOCTH, a B HEKOTOPBIX CIydasx
MIPOTUBOMNOKA3aHO, HANPHMEp, y MAIUEHTOB, MOIydaro-
IIUX UKJIOCIIOPHH, IPOHENAPOH, HHTPAKOHA30JI, KETOKO-
HAa30J1 ISl CHCTEMHOTO IPUMEHEHNS, @ TAKKe TaKPOIMMYC
[11, 13]. JJaburarpaHa 3TeKCHIIAT aKTUBUPYETCS HHTECTH-
HanpHOU (CES2) m meuenounoit (CES1) xapbokcmmacre-
pasoit i pOpMHPOBaHMS KOPOTKOKHMBYIIMX METAOOIH-
toB, BIBR 951 u BIBR 1087 [8, 10]. Brimieyka3zaHnsie
META0OJIUTHI THUAPOIU3YIOTCS C TMOMOIIBIO EYEHOUYHON
kapOoxcmmacTepassl CES1 B remaronuTax ¢ mpeBpalieHu-
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€M B raburarpaH - akTUBHOE BetecTro [4, 10, 14, 15]. ITo
JTAaHHBIM JINTEPATyphI MpoIlecc 00pa3oBaHus qadurarpaHa
U3 MPOJICKApCTBA B OOJIBIICH CTCIICHH 3aBUCUT UMCHHO OT
CES1 [8]. B 10 xe Bpewms, cieayeT UMETb BBUY, UTO Jie-
¢unuT CES] y manueHToB MOXET KOMIICHCHPOBAThCS 32
cuet aktuBanuu CES2. Jlaburarpan o0saacT HU3KOH cTe-
MEHBIO CBA3BIBAHUS ¢ OenkaMu Mmiasmbl - 35% [10, 16], He
3aBUCSIIEH OT €ro KOHIIEHTPAIH, TO9TOMY IIpernapar CIo-
cOOCH BBIBOJUTHCS MPU MPOBEACHUM remMonuanusa. [ladu-
rarpaH 4aCTUYHO KOHBIOTUPYETCS C MOMOIIBI0O aKTUBHON
[JTFOKYPOHOBOHM KHUCIIOTBI € (DOPMHPOBAHUECM UCTHIPEX
M30MEpOB (hapMaKOJIIOTHUCCKH aKTHBHBIX TIIFOKYPOHHIOB
[15, 17]. Takum oOpa3om, 00Iast KOHIICHTPAIHS TaHHOTO
mpernapara B 1ia3mMe KpOBHU BKITIOUACT B ¢e0sl CBOOOIHBIN U
HaxXOJISLIUICS B COCTaBe MIIOKYPOHUIOB AadurarpaH, oHa
JIOCTHTaeT CBOETO IHKa NMpUOIM3UTENnsHO yepes 1,5 vaca
[17]. Tlepuon monyBBIBEACHUS Aa0UrarpaHa CPaBHUTEIIb-
HO Jonruii u coctasisieT 12-17 yacos [9]. Jlanuslii mpena-
par He MeTaboJIM3UpyeTCs C TOMOIIbIO [uToxpoma P450,
cJe0BaTeIbHO, HUKAK HE BIMSIET HA HEro, 32 UCKIIIOUCHHU-
€M KOHIEHTpAaIIMi BBIIIE TEPAeBTUYECKOro Tuamna3ona [9,
16]. Taxxe maburarpaH HE B3aUMOJCHCTBYET C Ipernapa-
TaMu, METaOOIU3UPYIOIIUMUCS C TIOMOIIBEO BBIIICYKa3aH-
HoW cuctemsbl [17]. BeiBomuTcs npenapar riaBHbIM 00pa-
30M noukamu Ha 80-90% [10].

DPAPMAKOI'EHETUKA JABUTATPAHA

K HacTostmieMy BpeMeHHN n3y4eHbl TCHETHYECKHE T10-
mumopdmsmel CES] n P-rmukonpoTenHa, Urparomme Bak-
HYIO pOJIb B aKTUBALlMHU U TPAHCIIOPTE Aa0UrarpaHa.

T'enemuueckue nonumopguzmot CES1

T'ers1 CESI pacrionoxeHsl Ha 16 XpoMocoMe U CO-
nepxar 14 sx3onoB [10]. Hns CESI B HacTosimiee BpeMs
n3BectHO Ooree 2000 pa3nuyHbIX momuMopdmu3MoB [8],
OJIHAKO TOJBKO JJISI TPEX M3 HUX ObUIA JOKA3aHA B3aHMO-
CBA3b C (papMaKOKMHETHKOM naburarpana: rs2244613 (C >
A), 158192935 (T>C) urs71647871 (G > A) [6-7, 18]. ITo
nmauebM G.Pare et al. (2013) MmurOpHBIIH amtens 1s2244613
accoruupoBaics ¢ 15% CcHmKeHrneM MUHHMAaIbHON KOH-
LEHTpAIK Ja0urarpana, a TakKe ¢ yMEHbIICHUEM OTHO-
CHUTEJIBHOTO PHUCKa PAa3BUTH KPOBOTeUeHHH Ha 27%, mpu
3TOM JaHHBIA MoIMMOp(U3M mpucyTcTBoBan y 32,8%
nareHToB ¢ ®I1 m3 uccnenosanus RE-LY [6]. ABropsr
TaKKe BBISBWJIN, YTO MHHOPHBIH ajieNb HOIUMOp(hU3Ma
rs8192935 accommmpoBaincs ¢ 12% CHIKEHHEM ITHKO-
BOM KOHIEHTparuu naburarpana [6]. B wmccienoBanmm
C.Dimatteo et al. (2016), BEIIOTHEHHOTO Ha 92 TalMeH-
tax ¢ @I, OpuT0 ycTaHOBIEHO, uTo aymurenb T rs8192935
ACCOIMUPOBAJICSA CO CHIDKCHHEM KOHIEHTpauuHu nadura-
TpaHa, 0 cpaBHeHHUIO ¢ HocutelsiMu CC reHotuma, mpu
3TOM Yy T€TEpPO3UTOT OCTATOYHAsl PABHOBECHAsI KOHIIEHTPa-
WS JAHHOTO TIperapara CHIKanach Ha 3%, a y TOMO3H-
rot - Ha 11% [7]. Ilpu 3TOM, y TeTepo- U TOMO3UTOT MO
nonuMopdusmy 1s2244613 CHIKEHHE OCTaTOYHON paB-
HOBECHOH KOHIIEHTpanuy Aa0WrarpaHa COCTABMIIO BCETO
2% u 3% cootBercTBeHHO [7]. Ilo manapIM D.A.Sychev et
al. (2018) He OBUTO BBISIBIICHO 3HAYUMOTO BIIUSHUS TCHE-
THYECKHUX TOIUMOPPU3MOB 152244613 Ha MUHUMAIBHYIO
KOHIIEHTpanuio naburarpana y 60 mamyeHToB, MOABEPT-
IIMXCSl 3aMEHE KOJICHHOTO CyCTaBa, MPH 3TOM MHHOPHBIN
anyens BeTpevancs B 27,5% ciydaes [18]. B nanpheiniem
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HCCJIEIOBAaHUU 3TOTO aBTOPA, NIPOBEJCHHOTO Y MAI[HEHTOB
c OII u 3 cramueld XpOHUYECKOIl OONE3HH TMOYEK, OBLIO
BbIsABIICHO, 4T0 TeHotun CC momumopdusma rs2244613
conpoBoxaancst 70% CHMKEHUEM COOTHOIICHHUsI KOHIIEH-
Tpays / 103a naburarpaHa, 1o CpaBHEHHUIO C MallMeHTa-
Mu ¢ reHotunoM AA [19]. ABTOpbI MOTYEPKHUBAIOT, YTO
y BBIIIEYKAa3aHHOW KaTETOpPUM MAallUEHTOB HCCIEOBAaHUE
nomumopduszma rs2244613 MOKET MOMOUYB B MOBBIIICHUH
Oe3omacHocTH gaburarpana [19].

B ¢ynnamenrtanbHoMm wucciepoBanun J.Shi et al.
(2016) ObLITO BBHISBIICHO, YTO aKTUBALIUS Ja0UTaTpaHa dTeK-
cujiata 3aBHCHT OT nojauMopdusma rs71647871, npusoas-
mero kK HapymeHuto ¢ynkuuonuposanus CES1, compo-
BOXK/IAIOILIETOCS] YMEHBILICHHEM TpaHc(opMaluy JaHHOTO
MIPOJIEKApPCTBA M €ro METabONINTOB B aKTHBHBIH lTaburarpan
[8], omHako mcciieOBaHU MO OIICHKE BIIMSIHUS JIAHHOTO
nouMopdu3Ma Ha KOHIEHTPALMIO JadurarpaHa B KJIMHU-
YEeCKOH NpakTHKe, HACKOIBbKO HAM M3BECTHO, HA JAHHBIH
MOMEHT HE IPOBOAMIOCH. B mpocnekTuBHOM HccnenoBa-
Huw, npoeaeHHoM Qiuyi Ji et al. (2021) u BKITIOUMBIIEM
198 nanuenToB ¢ ®I1, npuHUMABIIKNX Ja0UraTpaH, MHHOP-
ueiit amens C noumopdusma CES! 1s8192935 accouu-
MpOBAJICA C yBEIMYEHHUEM MHUHHMAJIBHON KOHICHTpAIMU
sTOro mpemapara B miaazme KkpoBu [20]. BerimeykasaH-
Hasl B3aUMOCBSI3b ObLIa BBISIBIICHA TaK)KE W Y MAIMEHTOB,
MMECIOIIAX MUHOPHBIN amiens A nomumopdusma CESI
152244613 (yBenuueHHE MUHUMAJIbHBIX KOHIEHTpPALUN
JaburarpaHa B ria3Me KpoBH), B TO )K€ BPEMsl 9TH MalHeH-
ThI UMEJIU MOBBILICHHBIA PUCK MaJIbIX KpoBoTeueHui [20].
Uccnenosanne Y.Liu et al. (2021), Beimonuennoe Ha 106
MaIUeHTaxX MoKasaio, 4to noaumophusm CESI rs2244613
HE OKa3bIBaJl BIMSHUS Ha MIMKOBYIO KOHIIEHTPAIHIO 1a0u-
rarpaHa, a To Bpems kak noauMoppusm CES/ rs8192935
aCCOIIMMPOBAJICS C YBEIUYEHUEM MHKOBON KOHIIEHTpAIUU
JaHHOTO mpemnaparta [21].

TI'enemuueckue nonumopuszmol

P-2nuxonpomeuna

P-riiukonporenn komupyetcst renom ABCBI (apy-
roe HazBanne MDR1), koropslii HaxoauTCs HA 7 XPOMO-
come U cofiepkut 29 sk30HoB [ 10]. B HacTosmmii MOMEHT
u3BecTHO Oosiee 1200 momumMop¢hU3MOB MAHHOTO TI'eHa,
cpemu KOTOphiX Hamboiee m3ydeHsl 151128503 (1236 C
>T), rs2032582 (2677 G > T), rs1045642 (3435 C > T)
n 154148738 (G > A). 13 pa3nu4HbIX COYETaHUH IMOJIH-
Mop¢usmoB 151128503, rs2032582 u rs1045642 obpa-
3ylOTCs pasnuuHbie ramtotunel: ABCBI*1, ABCBI*2,
ABCBI*13 [22, 23]. BoleykazanHble IOJIUMOP(PHU3MBI
OKa3bIBAIOT BIIMSIHUE Ha (hapMaKOKUHETUKY MHOTHX Jie-
KapCTBEHHBIX MpENnapaToB, SBISIOIIUXCS cyOcTparamu
st P-rmuxonporenna [10]. B To sxe BpeMs, TOIbKO AJist
nmonuMopdu3moB rs1045642 u rs4148738 Ha HacTosIIUI
MOMEHT H3yu€Ha acCOIUalys ¢ YBEIHYEHHEM IHKOBOI
KOHIICHTpanuu naburarpana [6, 18]. B wuccrnemoBanuu
G.Pare et al. (2013) nannune nonumopdusma rs4148738
COMPOBOXK/IAJIOCh YBEINYEHUEM MHUKOBOM KOHLIEHTpAlUU
naburarpana Ha 12%, oHaKO He acCOUMUPOBAIOCH HU C
KPOBOTEUCHHUSIMH, HH C UIIEMHYECKUMH COOBITHSIMHU [6].
B 10 Xe BpeMms, naHHOE MOJIOKEHHE HE MOATBEPAUIIOCH
B paborax C.Dimatteo (2016), D.A.Sychev et al. (2018),
B KOTOpBIX monumopdusm rs4148738 He compoBoxkIan-
Csl 3HAYMMBIMU M3MEHEHHMSIMU TTHMKOBOM M MMHUMAaJIbHON
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KOHIICHTpaIruii naburatpana [7, 18]. B wucciemoBanue
Q.Xie et al. (2018) nonmumopdusm rs4148738 rakxke He
OKa3bIBaJI 3HAYMMOTO BIMSHUS Ha (papMaKOKHMHETHKY Jia-
ourarpana [24].

Pesynbrars OTHOCHTEJBHO nonumopduzma
rs1045642 oxa3anuch B 11eJIoM Oosiee 00Ha/IS)KUBAIOIIMMH.
Tak, B padote Q.Xie et al. (2018) mocurenu CC reHoruna
rs1045642 umenu Oojee HHU3KYIO IUIa3MEHHYIO KOHIICH-
TPALUIO MPSIMBIX OPAJIbHBIX AaHTHKOATYJSIHTOB IO CpaBHE-
HUto ¢ nanueHTamu ¢ reHorunom TT [24]. OTu naHHble
NoATBepKaatoTesl U B uccienoBanuu D.A.Sychev et al.,
rokazaBimuM, 4To nanueHTbl ¢ TT renHorunom rs1045642
uMenu Oosiee BBICOKYIO MHUKOBYIO KOHIICHTpAIMIO Ja0u-
rarpaHa M, COOTBETCTBEHHO, 00Jiee BHICOKHI PHCK KPOBO-
TEYEeHHUsI 1Ocye 3aMeHbl KoJieHHoro cycrtasa [18]. B 2021
roay nposezneHo uccnenosanue J.Lahteenméki et al. ¢ u3-
yuenueM nonumopduzmoB ABCBI rs1045642, rs2032582,
154148738, rs1128503 y 1806 marueHToB, NPUHUMABIINX
naburarpaH, puBapokcadan u anukcaban. /s 340 manu-
€HTOB, NPHHUMABIINX JabuUrarpaH, HE OBUIO BBISBICHO
3HAYMMOTO BIIMSTHUS BBINICYKa3aHHBIX MOTUMOP(HU3MOB Ha
pasBUTHE TPOMOOIMOOINI U KPOBOTEYCHUH, B OTIINYNE OT
puBapokcabana u anukcabana [25]. JlaHHbIC cBeieHUs Ha-
IIUTK TIOATBEpKIeHUE u B padote Qiuyi Ji et al. (2021), He
MIPOJIEMOHCTPUPOBABIIEM 3HAYMMOTO BJIMSIHUS MTOJIUMOP-
¢usmoB ABCBI rs4148738 u rs1045642 na dapmakoku-
HETUKY U (hapMaKoIMHAMUKY JaburaTpaHa y MaiueHToB ¢
®I1 [20], a Takxe B padote Y.Liu et al. (2021), He oOHapy-
JKHUBIIUM B3aUMOCBSI3H MEx 1y noiumopduzmamu ABCB1
1s2032582, rs4148738, rs1045642 u papMakOKUHETHKON
naburarpaHa y 310poBbIX J0OpoBosbleB [21]. B To xe
BpeMsi, IpH KoMOuHaImu rarutotunoB ABCBI 1s2032582 n
rs1045642 ObLIO BBISIBIICHO, YTO y MAIUCHTOB C TETEPO3U-
TOTHBIMH ¥ TOMO3UTOTHBIMH MYTaLUSIMU ITMKOBast KOHIICH-
Tpauus naburarpana Bospactana Ha 13% u 33% cootBeT-
cTBEHHO [26]. OTHOBpEMEHHBIH MpUEM KIapUTPOMHUIITHA
MIPUBOAMI K 3HAYMMOMY BO3PacTaHHIO KOHIIEHTPAIMH Jla-
ourarpana [26].

B nuteparype umeercst onucaHue HHTEPECHOTO KITH-
HUYECKOTO CITyyasi pa3BUTHsI TPOMOO03a yIIIKa JIEBOTO Mpe/l-
cepaust Ha OHE HempepbIBAEGMOW Tepanuu 1adurarpaHoM
B 03¢ 110 mr aBa pasa B geHb. Oka3ajioch, 4TO y Malu-
€HTa OBbUIM BBISBICHBI T€TEPO3UTOTHI IO ONMUMOpdU3Mam
ABCBI 154148738, 152235046, rs1128503, rs10276036,
rs1202169,1rs1202168, rs1202167, a Tak»Ke TOMO3UTOTHI I10
nonumopduzmam CES] rs2244613, rs4122238 u rerepo3u-
rotel 1o nonumopduszmam CES/ 158192935 n rs4580160.
ABTOpBI yKa3bIBAIOT HA TO, YTO BhILIIEyKa3aHHbIE TOJIUMOP-
(GU3MBI, HapsIy C B3aMMOJACHCTBUEM C aTOPBACTATHHOM,
KOTOPBIW TaK)ke NPUHUMAJ AaHHBIA MalMeHT, BO3PacToOM
(70 ner), a TaKke cO CHWKEHHOH (yHKIMEH nouek (Kiu-
pPEHC KpeaTHHHHA 55 MIJI/MUH) MOIJIM MOCTYKUTh TIPHYH-
Hamu Hed(D(EeKTHBHOCTH Jaburarpana B 3ToM cirydae [27].
B T0 ke Bpems, 110 JTaHHBIM JINTEPATyphl, OTHOBPEMEHHOE
Ha3HaueHHE Ja0duraTpaHa W aropBacTaTHHA HE NMPHUBOIMT
K MX KJIMHUYECKH 3HAYMMBIM B3aUMOJICHCTBUSIM, a TaKkkKe
HE CONPOBOXKJACTCS W3MEHEHUSIMH (papMaKOKHHETHKU
n (papMakoIMHaAMUKK dTHX Tpemnaparos [28, 29]. B 2020
roy ObLT OIyOJIMKOBaH €llle OJMH ClIy4ail TpoM003a yIka
nieBoro npencepaus Ha ¢pone npuema 110 Mr qadurarpana
B TeueHne 6 MecsueB [30]. Y manueHTKH OBLIH BBISBIIC-
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HBI 3 TeTepo3uroTHeIX nonumopduzma ABCBI1 154148738,
rs1045642, rs2032582, a Taxke 2 TeTepO3UTrOTHBIX MOJH-
Mopduzma CEST 152244613, rs4580160. ABTops! mosnara-
0T, YTO HAJMYHE BBINICYKA3aHHBIX ITOJIMMOP(PHU3MOB B CO-
YeTaHUHU C IPUEMOM aMHOJIapOHa, KOTOPBIH, KaK N3BECTHO,
MOYKET YBEJIMYNBATH MIa3MEHHYIO KOHIIGHTPAIHIO adura-
TpaHa Ha 12-60% [31], Moo MOBIMATH Ha 0Opa3oBaHKe
Tpom0Oa B ymike jieBoro npezacepaus [30]. Y nanHoi manu-
eHTKU OblJla MPOM3BE/IeHa OTMEHa JadurarpaHa ¥ Ha3Ha-
yeHue BapdapuHa, 4TO IPUBEJIO K PAcCaChIBAaHMIO TpoMOa
B YIIKe JIeBOro mpexacepaus nocie 50 nqHel npuema 3Toro
npenaparta [30].

TI'enemuueckue nonumopuszmol ypuoun-5-

ougpocgham (YD) enroxyponunmpancgepazol

Kak Ob110 yKa3aHo BbllIe, MeTabOoNIM3M Jadurarpana
BKJIIOYAET B c€0s1 KOHBIOTALIUIO C ITTIOKYPOHOBOM KHCIIOTOM
¢ popMHpOBaHNEM IITIOKYPOHHU/IOB, ITOT IPOLECC KaTaH-
3upyeTcsi, B ToM yucie, YD-niokypoHuaTpaHcdepasa-
Mmu. Takum 00pa3zom, MOXKHO BBICKa3aTh MPEIOIOKEHUE O
TOM, YTO pa3jINuHble TEHETUYECKUE TOIUMOP(U3MBI ATOTO
(epMeHTa MOTYT OKa3bIBaTh BIHMSHUE Ha JCHCTBUE Ha0OH-
rarpaHa. B nporecce konbroranuy 1adburarpana y4acTBy-
0T Kak MUHUMYM Tpu YJID-rimokypoHunTpancepassl:
UGTIA49, UGT2B7 uw UGT2B15 [10]. B cooTtBeTcTBUH C
JIAHHBIMH JIUTEPATyphl, MOJIY4YeHHbIMH in vitro, UGT2B15
BHOCUT HauOOJNIBIINIT BKJIAJ B CBSA3bIBAHMM Jadurarpana
C TIIIOKYPOHOBOW KHMCJIOTOU, IO CPAaBHEHHUIO C JIBYMs JIpy-
rumu pepmentamu [32]. CrienoBareinbHO, MOXHO Tpel-
MOJIOKUTh, YTO JIEKAPCTBEHHBIEC Tpernaparbl, MeTadoIu-
3MpYIONIMEcs C IOMOIIBIO BbINIEyKa3aHHOTO (epMeHTa
(;lopazemnam, okcaszenam, MOpQHH, JOpaTaauH U JIpyrue)
P OJJHOBPEMEHHOM Ha3HAYEHUH C Ja0UTraTpaHOM MO-
TYT 3aMeUIUTh MeTabosn3M nocienHero [33, 34]. B 1o xe
BpEMs1, UCCIIEOBAHNS, TIOCBSIIICHHBIE BIMSHHUIO TeHETHYE-
ckux nojaumophusmo UGTIA9, UGT2B7 w UGT2B15 na
(hapMaKkOKMHETUKY Aa0durarpaHa, HaCKOJIBKO HaM W3BECT-
HO, K HACTOSLIIEMY MOMEHTY He mpoBoawinch [33]. Oxna-
KO, MOYKHO MPEMOJIOKHUTD, YTO Y MarueHTos ¢ rs1902023
(UGT2B15%*2) nonumopduzmom rena UGT2BI5 mmoky-
poHHM3anusi KCeHOOMOTHKOB, B TOM 4YHCIE NaburarpaHa,
Oyner 3amejyieHa, 4To OyJEeT CONPOBOXIATHCS yBEIHYeE-
HUEM KOHIIEHTPALMK MOCIIEAHEr0 B IUTa3Me KPOBH C yBe-
JIMYEHNEM PUCKa Pa3BUTHS TOOOYHBIX nercTBui [35]. DTo
MIPETION0KEHHE OCHOBAHO Ha TOJMYYCHHBIX pe3ynbTaTax
IO BBIIIEYKa3aHHOMY NONMUMOP(U3MY ISl APYTUX Tperia-
paroB, sBisronuxcst cyocrparamu UGT2B15, Takux Kak
OKcaseram, alleTOMHHO(EH, IumortuTaszap u ap. [35-38].

B 3axutoueHnm npuBeieM CBeAeHHs U3 0a3bl JaHHBIX
o hapmakoreHomuke PharmGKB [39], cornacHo koTOpbIM
orpeznenenHre nonumophusmoB 152244613 n rs8192935
CESI, a rtaxxe rs1045642, rs2032582 wu r1s4148738
ABCBI y nauyeHToB, IPHHUMAIONINX Ja0UraTpaH UMeeT
3 (HM3KMI) YPOBEHb JOKa3aHHOCTH, YTO HE TO3BOJISIIOT
PEKOMEH/IOBATh OIPE/IEICHHE JaHHBIX TeHETHYECKHUX I10-
mumopduzmoB CESI u ABCB1 B pyTHHHOH KIMHUYECKOU
MPaKTHKE BBHJY HEIOCTAaTOYHBIX HIIHM IPOTHBOPEUMBBIX
JMaHHBIX. It Ipyrux 00CyK/IaeMbIX B JIaHHOH cTarhbe I10-
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mumopdusmoB CES! n ABCBI y nauueHToB, MIpUHUMAIO-
mmx jgaburarpas, B 0a3e maHubeix PharmGKB cBenenus
OTCYTCTBYIOT.

B nocnennee BpeMs B nuTEpaType MOSBUINCH JaH-
Heie P.Zubiaur et al. (2020), momy4yeHHbIC TP UCCIIEI0BA-
HuM 107 manueHToB, COMIACHO KOTOPBIM MOJIMMOP(HU3MBI
CYP2D6 n CYP3A5 oxa3piBanu BIMsSHUC Ha (hapMako-
KHHETHKY U 0e30macHOCTh naburarpana [40], 9To Takxke
Hanuio orpaxenue B 6ase nanHbix PharmGKB ¢ npucsoe-
HUeM 3 ypoBHA JokazaHHOCTH [39]. VIHTepecHBIM Takxke
SIBJISIETCSI TOT (DaKT, YTO y aBTOPOB HE MOJIYYMIOCH MTPOJie-
MOHCTPHPOBATh aCCOLUALHNIO ¢ (hapMaKOKHHETHKOH 1a0u-
rarpaHa Juis HanboJee n3y4eHHbIX noauMopdusmon CES/
u ABCBI [40]. OnHako, Ipu UHTEPIPETALUHN PE3YJIbTaTOB
HEOOXOIMMO YUUTBIBaTh, YTO MAIIMEHTH! B TAaHHOM HCCIIe-
JIOBAaHUU NMPUHUMAIH MAHTONPa30i, KOTOPbIH, KaKk H3BECT-
HO, MeTaboIN3HpyeTCs MOCPEACTBOM CUCTEMBI IUTOXPOMaA
P450 u, mo MHEHHIO aBTOPOB, OKa3bIBAJI BIMSHHUE Ha (ap-
MaKOKMHETHKYy naburarpana. B cBoro odepenp, nabura-
TpaH, KaK ObIIO yKa3aHO paHee, Yepe3 CUCTEMY ITUTOXpOMa
P450 e MeTabonu3upyeTcs, I03TOMY BIUSHHE TeHETHYe-
CKHUX MOJIMMOP(HU3MOB JAHHON CHCTEMBI Ha (papMaKOKHHeE-
TUKY JlaburaTpaHa HaM MpeJCTaBIIsIeTCsl COMHUTEIBHBIM 1
TpeOyeT YTOUYHEHHS B IPyTUX HCCIIEOBAHUSX.

Crnenyer oTMeTuTh, uto B 2021 roay B xxypHaie «Pa-
LMOHaJIbHAsT (papMaKoTeparnusi B KapIUOJIOTHI» ObLT OITy-
OnukoBaH 0030p Juteparypsl A.B.CaBHHOBOW ¢ COaBT.,
TaK)Ke TOCBSIIEHHBIH (apMaKoreHeTHKe jJaburarpaHa
[33]. HecmoTpst Ha CXOXECTb MO PsITy KITFOUEBBIX MyHKTOB
CTaThH, HAlll 0030p CONEPIKUT CIIETYIONINE OTIMYHS: BKIFO-
4aeT B ce0s aHATN3 UCTOYHHKOB JTuTeparypsl 3a 2021 rog,
aHanu3 0a3bl NaHHBIX 1Mo (hapmakoreHomuke PharmGKB;
B HamieM 0030pe MMeeTcsi O0CYXKIEHHE HCCIIeTOBaHMs,
MOCBSIIIIEHHOTO BIMsHUIO TionumopusmoB CYP2D6 n
CYP345 na dapmakoreHeTHKy ¥ O€3011aCHOCTh TEeparuu
naburarpanoM. lIpu mosiBIEHUH JPYTUX UCCIETIOBAHUN B
JTAaHHOM HAaIpPaBJIEHUU, 3TO MOXET CTaTh HOBBIM ACIEKTOM
(hapMakoreHEeTHKH TOTO TIperapara.

BesycioBHO, (apmakoreHeTHKa SBISIETCS OTHOCH-
TEIbHO HOBBIM U HEAOCTaTOYHO M3yYEHHBIM HampaBie-
HHUEM, UTPAIOIINM OOIBIIYI0 POJb B Pa3BUTHU IEPCOHA-
JM3UPOBAaHHOW MEIUIMHBI. BBICTpBIE TeMIbl pa3BHTHS,
COIPOBOKAAIOIINECS] TIPOTPECCUBHBIM POCTOM ITyOIIMKa-
IIMOHHOM AaKTUBHOCTH, JHUKTYIOT HEOOXOAMMOCTH pery-
JISIPHOTO OOHOBJICHUSI MMEIOIINXCSI CBEACHHH B JIAHHOM
HAarpaBJIeHUH, ¥ TIOCITYKUIU IPUIMHON TTOJITOTOBKU M Ha-
MUCaHMsI HACTOSIIETo 0030pa.

3AKJTIOYEHHUE

B Hacrosimee Bpemsi yOeAMTENbHBIX MaHHBIX, J10-
Ka3bIBAIOINX HEOOXOANMOCTh PYTHHHOTO OMNPEISIICHHS
(hapMakoreHeTHKH JaburarpaHa y MalHeHTOB, HMEIOIINX
TIOKA3aHMS JIISI €T0 MCIIOIb30BaHNUS, B KIIMHUYECKON TpaK-
Tuke HeT. C Ipyroi CTOPOHBI, TaHHBIC JINTEPATY Pl MAJIO-
YHCIICHHBI ¥ HEPEIKO TPOTHBOPEUMBEL, TTIO3TOMY, Oy/Ty1ne
HCCIIEZIOBAaHUS B 3TOM HAIIPABJICHUHU, BEPOSATHO, TIO3BOJISAT
TOYHEE OTBETUTH Ha MOCTAaBJICHHBIN BOIPOC.
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We present a case of successful percutaneous epicardial access in patients with non-ischemic cardiomyopathy with
limited mapping and ablation of the ventricular tachycardia substrate on the epicardial surface.
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DHuUKapIUaIbHbIA JOCTYI IPUMEHSIETCS ISl KapTH-
poBaHMs 1 abnanuy xemynoukoBbix Taxukapanid (OKT) mo-
crne Hed((HEKTUBHON IHIOKAPIUATBEHON TPOLEAYPHI HITH
MEPBUYHO MPU HAJHMYHH [TPU3HAKOB CyOAMUKAPIHATIEHOTO
pacmionokenusi cyocrpara KT (Ha 4TO MOTYT yKasbIBaTh
sTHOJNOTHs 3aboneBanus cepaua, DK -kpurepun KiIvHU-
yeckord JKT, cyOsmmkapauanbHas 3aiepikka KOHTpacTta
NP MarHUTHO-PE30HAHCHOW TOMOrpaduu, pe3yrnbTaThl
9HJIOKAPUATBHOTO OH- U YHHUIIOISIPHOTO KapTUPOBAHHUS).
VY ManueHToB ¢ MEePUKAPIUOTOMUCH B aHAMHE3E DIUKAp-
JIMANBHBIA JOCTYN KpafiHe 3aTpyJHEH M BO3MOXHOCTH
KapTUPOBaHMS U abIalliy OrpaHHYCHBI 33 CYET CIIACUHOTO
rporiecca B IepUKapHaIbHON CyMKe.

Llenb Hameli paboOThI IPECTABUTD CITydail yCIEIIHO-
r0 YPECKOKHOTO SIMHUKAPIUATIBHOIO JOCTyMa Yy MallleHTa
C HEWIIEMHYECKOW KapJHOMHUOIATHEH C OTPaHHYCHHBIM
KapTHPOBaHHMEM U abialuell cyocTpara )Kemya04KoBOH Ta-
XMKap/MU Ha STUKAPIUATIBHON TOBEPXHOCTH.

Tlayuenm 54 nem 6e3 anammneza cmpykmypHo2o no-
pasicenus cepoya 20CNUMAaIu3uUposar Oiisi NOGMOPHOU Kd-
memepHou abnayuu cyocmpama napoxcusmanvhon KT
(puc la,06), peppaxmeproil kK MEOUKAMEHMOZHOU Mepanuu,
ConpoBoAHCOAOU st HeCMAOULHOU 2eMOOUHAMUKOU.

Ilpu obcnedosanuu He BblAGIEHO USMEHEHUL KOPO-
HApHLIX apmepuil, OUAZHOCMUPOBAHA OUIAMAayus 000uUx
npeocepouli, HOPMAIbHASL CUCMOIUYECKas (DYHKYus Je-
6020 ocenyooura (JIDK) u npasoeo sicenyoouxa (IDK). Ilo
dannvim IKI obnapyoiceno yonunenue PQ ummepsana,
HEOOHOKPAMHO HA NPOmsidiceHuu Ooniee 00H020 200a am-
OYIAmMOPHO pe2ucmpupo8anacs GuopuwLIsYUs npeocepouit
(CHA,DS -VASc - 1 6ann, HAS-BLED - 0 6annos), 6 ceasu
¢ uem nayuenm NOAYHANL AHMUKOARYIAHMHYIO MEPAnuIo
anuxcabanom 6 003e 5 me 08adxicobl 8 CymKu. 3apeaucmpu-
posannas na IKI knunuuecxasn KT ¢ uacmomou coxpa-
wenus dncenyoourxos 200 yo/mun He NOIHOCHbIO COOMEen-
CMBOBANA  KPUMEPUIM INUKAPOUATLHOU  TOKATUZAYU:
8bINOIHAEMCSL 2 Kpumepusi U3 4-X 603MONCHbIX 8 NOUA20-
som aneopumme (OS 6 omeedenusix 11, 111, avF, Maximum
Deflection Index (MDI), undexc epemenu 6HympeHHe20
omxnonenus - 0,81, wupuna ncesdo-oenvma gonnvl 90 mc,
omcymemeue q 6 1 omsedenuu) [1]. [lo dannvim maeHum-
HO-PE30HAHCHOU  momocpaduu
C  OMCPOYEHHbIM KOHMpPACmu-
PpoBanuem nooOmeepicoeHa Ou-
aamayusi  0060ux npeocepout,
8bLSIGNIEHA NOBbIUUEHHAS mMpabe-

KVIAPHOCMb  6ePXYUKU U cpe- (BT prih fivm
OUHHO-ANUKATILHBIX — 0MOEN08
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(cucmema nasueayuu CARTO 3, Biosense Webster; abna-
yuonno-kapmupyrowuil kamemep SmartTouch ThermoCool,
Biosense Webster, CILLIA). /Ins oocmyna ¢ JUK 6viia 6vi-
NONHEHA NYHKYUSL MENCNPeOcepOHOll nepecopooKy U Kap-
MUpoBaHue GbINOIHANOCH anmepocpaono. llpu npoepam-
MUPOBAHHOT  CIUMYTIAYUU  JICETYOOUKO8 UHOVYUPOBANACH
kaunuveckas KT ¢ yuxiom 375 mc, conposodcoasuiasics
CHUDICEHUEM — apmepuaibHo20  O0AGIeHUs, Yo Npensm-
CMB0BANI0 NOOPOOHOMY AKMUBAYUOHHOMY KAPMUPOBAHUIO.
Ipu cmumynayuonnom xapmuposanuu JDK naubonvuee
cognadenue cmumynuposannozo komniekca QRS ¢ kaunu-
yeckoul KT evisigns10co Ha epanuye 6epxywKu u OOKogol
cmenxu JDK (coénadenue 95%, ucnonvsosancs mooyi
PASO, Biosense Webster), umo ne coomsemcmeosaio «ude-
ALHOMY» Kapmuposanuio mouku evixooa maxuxapouu. C
npeocmagieHuemM 0 GeposmHOM CYOINUKAPOUATLHOM Gbl-
xo00e KT 6vinu nanecenvl paouovacmomuvle annaukayul
6 MOl 30He HA HHOOKAPOUALLHOU nosepxhocmu (40 Bm;
00 90 c). Bo epemst OanbHetiuux nonsimox KapmuposaHusi
npouzouuia mexanudeckas nepgopayus. cmenxu JDK abna-
YUoHHO-Kapmupyowum Kkamemepom. Beudy ocobennocmei
nepghopayuu ObLIO RPUHAMO peUeHUue 0 XUPYPeUHecKou
Koppekyuu, Oblld GbINOIHEHA CPeOUHHAS CMEPHOMOMUSL,
nepuxapouomomusl, yoauieHue NeHempupoBanHo20 6 Muo-
Kapo abiayuoHHO-Kapmupylouje2o kamemepa u yuusanue
degpexma JIK. Xupypeuueckas abnayust 0viia Hego3modic-
HOU 60 6peMsi IKCMPEHHOU CMEPHOMOMUU 8 C6A3U C OM-
cymemeuem dMeKmpodU3UOL02ULecKo20 000pyO08anust Ois
paduowacmomnou (PY) unu kpuoabnayuu Ha omxpoimom
cepoye. Ilayuenm evinucan na (hone Hacviyarowen mepa-
nuu amuooaporom 6e3 snuz0006 cnowmanro JKT.

Yepes 0sa mecsiya Ha (poHe mepanuu amuo0apoHOM
8 couemanuu ¢ bema-adpenodIOKAmopom 80300HOBUNUCH
napoxcusmol KT, u nayuenm 6wl Hanpaeien Ha NOGMop-
HYIO Kamemepnyio adnayuio cyocmpama apummuu.

Hocne o6cysicoenuss makmuxku —emMeuamensbemed
Kapouoio2amu, 1eKmpopusuoio2amu, cepoedHo-cocy-
OUCIBIMU  XUPYP2AMU COBMECMHO € NAYUEHMOM, Obllo
NPUHAMO pelienue 0 NONbImKe INUKAPOUATbHOU abrayuu
noo obweli anecmesuell 4epe3 NYHKYUOHHBIU CYOKCUpo-
UOATbHBIL OOCMYN 8 NPUCYMCMBUU CEPOCYHO-COCYOUCTNO-

-
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bokosoul u 3aduet cmenok JUK.
He 6vino nonyueno dammvix sza

CYOINUKAPOUATLHYIO  IOKATU3A-
yuio cybcmpama apummuil. .

Iepsasi nonvimka abnayuu
cyocmpama KT nposoounace 2
mecaya nazad. Ilpu snookapou- .-,
ALHOM KAPMUPOBAHUU MUOKAD- Y
0a JDK u IDK ne evisgnerno 30m
HUBKOAMIIUMYOHOU UMY  (hpae- AR
Menmuposannoii  akmuenocmy UL UL
npu ananuse OUNONSAPHLIX U YHU-
NONSAPHBIX  BOIBMANCHBIX  KAPM
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Puc. 1. 3KT nayuenma: a - pubpunnayus npeocepouil, 6 - Hces1y00uKo6as maxu-
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20 XUpypea u 20moGHOCMbIO K OMKPbIMOL onepayuu npu
Ppaseumuy NOMeHYUAIbHbIX 0Ca0dCHeull. Hecmomps na
Hanuuue NepukapouomomMuu 6 amamuese, MAalOUHBA3UG-
HbLLL NOOX00 OISl INUKAPOUATILHO2O KAPMUPOBAHUST NPeO-
CMAGIANCA ONPABOAHHBIM.

UpeckodcHvill 0ocmyn K NepukapouaibHoMy npo-
CMPAHCMBY OCYWeCMIAICS Nymem CyOKCUpoudaibHou

20 Mm

Puc. 2. Cyoxcughouoanvhulii 0ocmyn 6 nepuxapouas-
Hoe «npocmpaticmeor. IIpamaa npoexyus, 0°. Beeoen
ounamamop 6F unmpoosiocepa, u nedonvuioi 60110c
KOHMPACMHO020 8eujecmeda uepes Oulamamamop cena-
pupyem Jucmku nepukapoa.

20 Mm

Puc. 3. Konmpacmuposanue ozpanuuennozo yuacmea
MexncOy TUCMKAMU NePUKAPOa ROCIe YACMUYHOZ0 Pa3-
denenus cnaex. Jlesas kocasa npoekyus, 30°.
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NYHKYUU, MemoOUuKda 6blNOJHeHUs 00Cmyna noopoOHO
npedcmasiena 6 npedvioyusei nyoruxayuu [2].

Tpu nonvimrkax NePuKapOUAILHOU NYHKYUU OmMe-
Yanoch Hanudue CNAaex Medcoy NapuemdaibHbiM U GUCle-
PDATBHLIM  UCIKAMU NePUKapod, OOHOKPAMHO OMMeUeHd
Henpeonamepennas nyukyusi IDK (be3 nociedcmeuil 6 ou-
Hamuxke). [Ipu noemopHuix NOnLIMKAX NYHKYUU nO Oud-
@pacmanvHoll nosepxHoCmU cepoya OmmedeH OZPaHUYeH-
Hblll X00 nposoonuxa ouamempom 0,035 owuma (Emerald,
Cordis, CIIIA) medncdy nucmramu nepuxapoa Ha gowne 60-
JIOCHO20 88€0€HUsI HEOONLUIOZ0 KOAUYECMBA KOHMPACMA
(Omnunax-300, GE Healthcare, Hpnanous). Buvinonneno
yacmuyHoe pazoeieHue IUCIMKOS NepuKapod akkKypamHsimiu
OBUIICEHUSIMU TIPOBOOHUKA 10O IIIOOPOCKONUYECKUM KOH-
mponem, a 3amem noo4epeoHbiM 66e0eHUeM KOHMpacma u
Qusuonocuueckozo pacmeopa bontocamu obvemom 5-10 mn
uepes MsieKull OUNamamop cocyoucmozo uHmpooviocepa 6F
(Avanti+, Cordis, CILIA) (puc. 2, 3). Hanee 6 oc60bosicoeH-
HYI0 om cnaek obnacme éseden neynpagisiemviil SF unmpo-
oviocep Multipurpose (Cordis, CLLIA), a uepes neeo 3,5-mun-
JUMEMPOsbILL  AOIAYUOHHO-KAPMUPYIOWULL  OPOULAeMblil
anexkmpood NaviStar Thermocool (Biosense Webster, CIIIA) ¢
suiKIIOUeHHbIM opouteruem. C nomMowplo abiayuoHHo2o Ka-
memepa MemoooM CCUOAHUA-PA32UOAHUSL U OBUNCCHUSIMU 6
0CB000IHCOCHHOM NPOCMPAHCIEE OOCMUSHYMO OAIbHelluiee
paszoelierue IUCmKkos nepuxkapoa no 6oxosou cmenke JDK,
YACMUYHO - HUJICHEU CIMeHKe U 6 00IACmU 6EPXYUKI CepOYa.
Ha ¢hone pazoenenust cnaex 603HUKIO 0SPAHUUEHHOE KPO-
someuenue ¢ nonocms nepuxapoa (okono 10 mu), cnonman-
HbIUL 2eMOCMA3 OOCMUSHYIM 6 MEYeHUue 5 Munym.

Obnacme  5nUKAPOUATIBHO2O  KAPMUPOBAHUST OblIA
02panuyena niowaovlo pazoenenusi Cnaek U pacnondaed-
nacy Hanpomug odnacmu HaubOILULE20 COOMEENCMBUS
mopgonocuu cmumynuposannvix QRS cnonmannou Kiu-
nuueckou KT na npedvidywetl npoyedype.

Dnookapouanvnoe — Kapmupogamue — 6bINOIHAIOCH
uepes  MpaHcapmepuanbHulii.  OOCHYn  PempocpaoHo.
Dnekmpoanamomuueckoe Kapmuposanue nposoouloch ¢
UCNONBL308AHUEM HEDIIOOPOCKONUUECKOU MPEXMEPHOU HA-
sueayuonnou cucmemovt CARTO 3 ¢ mooynem Confidense
(Biosense Webster) co caedyrowumu nacmpouixamu: LAT
Stability - 10 ms, Position Stability - 6 ms, Density - 1 mm,
Color Threshold - 10 mm. Bonemaoicnoe xapmuposatue
9HOO- U INUKAPOUAILHOU NOBEPXHOCMEU NPOBOOULOCH C
npedyCmaHOB8IeHHLIMU SPAHUYAMY UsMeHeHHbIX 301 (),5-
1,5 mB (6unonspno) u 5,0-9,0 mB (ynunonspmno). Ilpu
Kapmuposanuu 3HOOKAPOUAIbHOU NOBEPXHOCMU cepoyd
ovL10 Habpano 1198 u 638 mouex ons JDK u IDK, coom-
semcmeenHo. [Ipu SnuKapoOuarbHOM KapmuposaHuu OvLL0
Habpano 682 mouku.

DHOOKApOUANbHO KAk npu OUNOJSIPHOM, MAK U Npu
VHURONSAPHOM BOTbIMANCHOM KAPMUPOBAHUU HE BbIABILEHO
obracmu pesucmpayuu CUSHAIO08 ¢ HUKOU AMRAUMYOOU
(pyoyosvix / pudPO3HBLIX UIMEHEHUTI) U USMEHEHHOU J1eK-
MPUYECKol akmusHOCMuU ((hpacmeHmuposanublx, HO30HUX
HOMEHYUAN08). DNUKApOUaIbHO ObLIU BbISAGNIEHbL VUACTKU
MUOKAPOA ¢ HUZKOU AMNAUMYOOU CUSHANA, PACNONACAIO-
wuecst Ha gepxyuike cepoya (puc. 4).

Tpu 5HOOKAPOUATLHOM CIUMYTAYUOHHOM U AKMU-
BAYUOHHOM KAPMUPOBAHUU HAauboLee YO0GLemBopumenb-
Hole Kpumepuu aoxkamsayuu cyoempama KT onpedenetvl
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6 sepxyuke IDK 6 cenmanvroll cmenke (Mopgonocuuecroe
cosnadenue cmumynuposannoeo QRS ¢ kmunuueckon KT
npu oyenre modyiem PASO - 0,978). Ilpu cmumynsiyuontom
kapmuposanuu u3 JIDK nanpomue smoi mouxu - koppensayus
PASO 0,89. IIpoepammuposannoi cmumynsyueii uHOYYupo-
eana knunuyeckas KT ¢ onunoti yuxna 470 mc, kapmuposa-
nue na gone JKT - naubonee pannsisi akmusayusi onpeoenena
6 oonacmu eepxywu [IDK snookapouanvro. B smoil oona-
cmu Hanecena cepust PY-annauxayuu 40-50 Bm (Onumens-
Hocmbio 00 60) CEKYHO €O CKOPOCMbIO OPOULEHUSL DNeKMPOoOd
30 ma/mun) ¢ mpansumoproim kynuposarnuem KT, Ha oc-
HOBAHUU NEPEYUCTIEHHO0, ObLIO NPUHSIMO PeuleHie 0 Heoo-
XOOUMOCIU HAHECEeHUsl PAOUOHACOMHbIX ANNIUKAYULL HA
INUKAPOUATBHOU NOBEPXHOCTU 8EPXYUIKU CepOYd.

Hanecena cepusi snuxapouansnvix PY-annauxayuu
(40-50 Bm, opowenue 17 ma/mun., OnumenbHOCms 6030¢€li-
cmeust 40-60 cexyno) anukaibHO HA éepxyuiKe cepoyd, Ha
epanuye ITDK u JDK. Ilocnedyrowas npoepammupoeannas
cmumynsiyust us IDK u JDK (0o 5 sxempacmumynos) u yua-
warowas cmumynsayusa uz pasueix omoenos IDK u JDK ne
UHOYYUPOBAILA MAXUKAPOUIO.

Uncempymenm 0o yoanen uz 6e0pennsix cocyoos, 6
NepUKapoOUaIbHOU NOAOCMU OCMAGIEH OPeHaxc Ha 6 ua-
cos, 3amem yoanen 6e3 nocieocmesuil. Ilayuenm Ovin ol-
RUCAH HA NPOOOIICEHHOU AHMUAPUMMUYECKOU Mepantu.

C yuemom omcymcmeust OAHHbIX 34 CIPYKNYPHOE
nopaiceHue Muokapod, a maxice OMCymcmeus MU30006
OCMAHOBKU KPOBOOOpAUeHUs. 8 aHAMHese, peuieHue 00
umniaHmayuyu Kapouosepmepa-oeuopuiisimopa oOyoem
NPUHAMO NOCTe OYEHKU IPPEeKMUBHOCMU ONepamueHo2o
emewamenscmed. B meuenue
200a nocie  IMUKAPOUATbHOU
abrayuu y nayuenma He OblLIO
peyuoueog KT, 6 mom uucne no-
cie ommeHbl AMUoOapomd.

OBCYXJIEHUE

JlaHHbIH KJIMHUYECKUN
cilydall MIUTIOCTPHPYET YCIIeII-
HOE JIUKapIuaIbHOE KapTH-
poBaHme u abmaruro cyOcTpara
KETYJIOUKOBOH TaxXWKapAHU Y
MAlMeHTa C IOCICONEPAoH-
HBIMH CIIAKaMH B TEpPUKap/IH-
QJIEHOM IIPOCTPAHCTBE.

Bompoc 6e3omacHoro smnm-
KapJUaJbHOTO JOCTyNa y Ia-
LUEHTOB C TMPEIIIECTBYIONIIM
KapJMOTOpaKajdbHBIM  BMEIlIa-
TEIBCTBOM BECbMa aKTyallCH.
Hepenko y manmeHToB ¢ HE0O-
XOJJMMOCTBIO 3ITHUKAapIHATLHOTO
kaprupoBanus / abmamum KT
MMEETCsl aHaMHE3 MHOIEepPHKAp-
JUTA WIM  KapIUOXUpYprude-
CKOM orepamuu, 4To COIpPOBO-
KJIaeTcsi 00pa30BaHMEM CIIacK
1 3aTPYyAHSET TOCTYI U MAaHHITY-
JSIIAU MEXJY JINCTKAMH TIepH-
kapza. Pazienenue caek MOXeT

COMPOBOKAATHCA KPOBOTCUCHU-  HbIX HOMEHUUAI086.

CASE REPORTS

€M, TOCKOJIbKY OHH MOTYT COJIEpKaTh HOBBIE KPOBEHOC-
HBIE COCY/bI WJIM IUIOTHO CPacTarbCcs C MHOKAap/IOM WIIN
MEJIKUMH STHKapAHalbHBIMK cocyaamu. Paznenenue cna-
€K MOXKET COIPOBOXKJATHCS TAKXKE MOBPEIKACHUEM KOpPO-
HapHBIX apTepHii, KaKk MOKa3aHo B juTeparype [3, 4].

Panee kapauoTopakajbHbBIE ONEpald B aHaAMHE3e
paccMmaTpuBaiich Kak aOCONIOTHOE IPOTHBOIIOKAa3aHHE
K YPECKOXXHOMY SIHKapJHajibHOMy AocTyiy. OnHako, B
2004 1. E.Sosa 1 coaBTOpbI OIyOIMKOBAIN TEPBHIA OIBIT
SMUKAPAUAIBHBIX a0alyi y MalMeHTOB ¢ IPEJIIIECTBYO-
MM KapAMOTOPAKAJIbHBIM OINEPAaTHBHBIM BMELIATEIb-
CTBOM B aHaMmHe3e [5].

[Moznnee, B 2013 romy ObuIN OIMyOIMKOBaHBI HAOMIONIE-
HUS DITMKap/NaIbHOM ablanuy y MalUeHToB ¢ aHaMHE30M
NIEpUKapUTa U KapJHOXUPYPrUuecKux omepanuii (6e3 Ko-
poHapHoro mryHtupoBanus): y 10 manueHToB OblIM OOHa-
PY)KEHBI IUIOTHBIE CIIalKH, TpeOOBaBIIME WX pPa3/eJCHHs
TYIIBIM CIOCOOOM [6].

B Hacrosmiee BpeMsi CyIIECTBYIOT pa3iIMyHbBIE CIIO-
co0BI cemapanuy JIMCTKOB TEpHUKapAa y MalUueHTOB CO
criailkaMM B MepUKapIuaibHOM 1mojocTH. K HUM OoTHOCST-
csl BBeJIeHHME XHMIKOCTeH ((pu3nonornueckoro pacreopa,
PEHTIeHKOHTPACTHOTO Ipenapara), BBEICHUE YIVIEKHC-
JIOTO Tasa, JOTOJIHUTEILHBIM UHCTPYMEHTOM JUISl pasje-
JICHUS! JINCTKOB MOXKET OBITh MO3MIIMOHMPOBAHUE KaTeTe-
pa-6ayioHa B 30He uHTepeca [7-9].

B Hamem kiIMHHYECKOM ciydae JOCTYI B HEpHKap-
JIMaJIbHOE TPOCTPAHCTBO OCYLIECTBISLICS IIOCIE HENaB-
Hell nepukapauoromun (depes 2 mecsna). Heponruit cpok
1oCJIe ONEPaTUBHOTO BMEUIATEIbCTBA, C OJHOI CTOPOHBI,

Puc. 4. dnexmpoanamomuyeckoe Kkapmupoeanue, neeasn Kocas npoexyusn 30°.
Cnesa ounonapnasn 601bmaxcHaa Kapma ILOOKAPOUAILHOU HOBEPXHOCIU
J1€6020 U NPABO20 HCETIYOOUKO8; CRPABA - OUNONAPHAA 60TbMANCHAA KAPMA INU-
KapouansHoil NOBEPXHOCHU GOKOGOU CINEHKU J1€6020 HCENYOO0UKA U 8EPXYUIKU
cepoua. I'panuuya oemexyuu pyoyoewvix 3ou 0,5-1,5 mB). Duonemoswvim usemom
KOOupoean HeusmeHeHHblil MUOKAPO C HOPMANbHOU AMRIUMYOOIl CUZHANA,
KPACHbIM - MUOKAPO ¢ HU3KOU amMnaumyoou cucnana. Pozoevie mouku - npoex-
yuu Hanecennvix PU-annaukayuii ha InUKapoOuanbHoil noeepxHocmu, KOmo-
Dble PACRONONHCEHbl HARPOMUE GEPXYUIKU CePOUa HA IHOOKAPOUANbHOU Kapme,
20e He 8blAGIEHO CHUMCEHUA AMRIAUMYObl CUZHANA WU PECUCIPAUUN U3MEHEH-
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MOXET OBITh ACCOIIMUPOBAH C aKTUBHBIM (POPMUPOBAHHEM
OOJIBILIOrO KOJIMYECTBA CBEXKHX CIIACK; C JPYTrOi CTOPOHBI,
HEOPTraHU30BABIINECS «MATKHE» CHAlKU MO3BONSAIOT BbI-
MIOJTHUTH Pa3JIeJICHUE JIMCTKOB IepuKapna 0e3 BBICOKOTO
pHCKa.

Takum 00pazoM, y NalMeHTOB C HEJABHUM Kapjauo-
TOpaKaJbHbIM BMEIIATEILCTBOM, HE CBA3aHHBIM C IIyH-

49

TUPOBAaHMEM KOPOHAPHBIX apTepUil MpU HIIEMUUYECKOI
Oosie3HM cepala M NEPUKAPIUOTOMUEH, YPECKONKHBIN
SMUKAPAUAIBHBIN JIOCTYII MOXKET OBITh OCYIIECTBHM, HO
€ro MPOBECHUE CIIEAYET BBINOJIHATH B CTALlMOHAPE C BO3-
MOXHOCTBIO IKCTPEHHOH KapAHOXUpPyprudecKoil moMomuu
MIOCJIE B3BEIIEHHOTO PEIIEHHs O MOJIb3€ U PUCKE MTOTEHIU-
AJBbHBIX OCIOKHEHUH.
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MYXOFIBROSARCOMA OF THE HEART: CASE SERIES
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Intraluminal formations of the heart are a heterogeneous group: from blood clots to malignant neoplasms. The
nosology of these formations can only be determined by morphological research. Myxofibrosarcoma of the heart is a rare
malignant tumor. According to modern concepts, myxofibrosarcoma belongs to the group of intimal sarcomas, subgroup
of undifferentiated pleomorphic sarcomas. We describe two cases of myxofibrosarcoma of the heart: in one subject against
the background of inflammatory myofibroblastic heart tumor, in another subject - with a history of breast cancer and
diffuse large B-cell lymphoma. An attempt was made to identify similar mutations in patients with these tumors according
to the literature.
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Puc. 1. MakpockonuuecKkuii 6ud 60CRAIUMENbHOU MUO-
dubpoonacmuueckoii onyxonu cepoua.

[lepBuuHBIE OMyXONM Cepala BCTPEYAIOTCS PEIKO
W TIPEJICTABISIIOT 3HAYUTENILHBIE TPYJHOCTH VISl THArHO-
ctuku. [lo maHHBIM cucTeMaTmdyeckoro ob3opa 3abole-
BaGMOCTh TEPBUYHBIMH OITyXOJISIMH CEpJIa COCTaBISET
0,002-0,3%. Mukcomsl coctaBistoT 90% omyxoneit cepa-
1a, caMOW 4YacTOl 3J0Ka4eCTBEHHOW OITyXOJIbIO CepAla
ABJIIETCSL capkoMma. PacmpocTpaHeHHOCTh MHUKCO(PHOpO-
capkomMbl (M®DC) menee 1% OT umcna 3710Kau4eCTBEHHBIX
omyxouei cepaua [1].

BocnanutensHast MuopuOpoOIacTHICCKAs OMyXOJb
(BMO, mnnazmaruyeckas TrpaHyliéMa, BOCHAIUTEIbHAS
TICEBJIOOITYXO0JIb, KCAaHTOMAaTo3Hasi TIpaHyjeMa, BOCIaJH-
TenbHass (pUOPOMHMKCOWIHAS OITyXOJb, IICEBIOCApPKOMa-
TO3HAsl BOCHAJMTENbHAsI Mponudepanus) Obuia BriepBbIe
ornucana B 1939 rony H.Brunn et al. Onyxonb 3apeructpu-
poOBaHa BO BCEX OpraHax M BO BCEX BO3PACTHBIX IpyIIIax,
OJIHaKO HanboJIee YacTo BCTPEYAETCsI B JIETCKOM BO3pacTe.
CamMoii yacTol JoKaau3anue OmyXoaH SBISIIOTCA JIETKHE
[2]. B auteparype UMeIOTCS JaHHbIE O BO3MOXKHOCTH Me-
TacTa30B M aHTMOMHBA3MHU dKCTpakapauadbHeix BMO [3].
ITo JIaHHbIM HeKOTOpLIX aBTOPOB, Y 8% BCTpeUaroTCs peru-
JIMBBI OITYXOJIH, KOTOpBIE 00BsIC-
HSIOTCSl Hea1eKBaTHOW PEe3eKIH-
el OITyXOJH WM HeaJeKBaTHbIM
aJbIOBAHTHBIM JieueHueM [4].
Bcemupnas opranuzanms 3apa-
BoOXpaHeHus: otHocut BMO x
OIyXOJISIM C HEONpEJeICHHBIM
OMOJIOTMYECKHM MTOTESHIIUATIOM.

Bcemupnast  opranuzanms
37IpaBOOXPAHCHUSI  OTPEACIseT
MO®C kak 3JI0Kaue€CTBEHHYIO
OIyXO0JIb, COCTOSIIYI0 M3 (H-
OpOo0IACTOB C PA3TUYHBIM KOJIH-
YEeCTBOM MEXKJIETOYHOTO KOJIIa-
reHa U OOWJIBHONH MUKCOWIHOMN
ctpomoil. Ilo coBpeMeHHBIM
npeacrasieHusM, M®PC orHo-

Puc. 2 Bocnaﬂume/lbnaﬂ Mu0¢u6po6ﬂacmuuec1<aﬂ onyxons cepoua: a - Hu3-
KOKJ1emOYHas ONYX0/ib, 6bICHIIAHHAA IHOOMeENUEM, C PACHPedeIeHUeM K1emOK
npeumyuiecmeenno no nepugepuu onyxonu; o, 6 - OKpyzivie, 06anbHbvle U sepe-
meHo8UOHble OnYXoilesble KlemKu 6 naiomnoil cmpome (yeenuuenue 20, 200 u 400
COOMEEMCMBEHHO, OKPACKA - 2eMAMOKCUTIUH U I03UH, Oanee 1)

Wl

Puc. 3 Hmmynoeucmoxumutteacoe ucc.fledommue eocnanumenbHou Muopuopoo-
JACMUYECKOU ONYX0au cepoya ¢ pasiudHbIMU anmumenamu (Kopuunegoe oKpa-
wiueanue), yeenuuenue 100.
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CATCS K TPYIIlEe WHTHMAIbHBIX
capkoM, K moarpyrmmne Heaudde-
PCHIIMPOBAaHHON TUICOMOPGHON
capkoMbl [5]. MonekynsipHbIi
natorene3 M®OC octaercst He 10
KOHIIA H3YYCHHBIM.

Lenb: mpeacraButh u 00-
CYIUTh 2 PEAKHX CITydasl MUKCO-
(hubpocapkoMbI cepna.

Knunuueckuii cnyuaii Nel

Tayuenmka 40 nem cmana
HCATIOBAMBCSL HA NPOSPECCUPYIO-
WY 00bIWKY NpU QU3UYecKoll
HazpysKke ¢ ygenuyenuem @OyHK-
YUOHATILHO20 KAACCA CePOedHOU
Hedocmamounocmu no NYHA
co Il oo IV 3a 1 mecsy, omexu
HUJICHUX ~KOHeYHOocmell, CyXou
Kautenv, HouHble 00U 8 2PYOHOU
KJemKe 8 NOJLONCEHUU HA CnuHe
u neeom 0OOKY, BO3ZMOICHOCHb
Cnamov  MOoNbKO 8 NONONHCEHUU
cuos. J{ugghepenyuanvro-ouae-
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HOCMu4ecKuti NOUCK 6KII0YAn 8 ceds mybep-
KYA3, eunomupeos, UHQEKyuro HUMCHUX Obvl-
XamenvHvIX nymetl, XPOHUUECKVIO CEPOeUHYIO
Hedocmamounocme. Ilpu oxoxapouozpaguu
(Oxo-KT') bvino eviasnieno obpasosanue 8 no-
nocmu  nesoeo npeocepous (JII1), npenam-
cmeytowee ommoxy uz JIII; muxcomamosnvle
UBMEHEHUs. CMBOPOK MUMPATLHOZO U MPUK)-
cnudanviozo kaanauna, ounamayus JIII. O6-
pasosanue Gromuposano, nporabuposaio 8
NOIOCMYb 186020 HCETYOOUKA U 0OMYPUPOBAIO
omeepcmue MUMpanbHO2o KIanaua ¢ gopmu-
posanuem Kpumuueckoeo MumpaibHo2o chie-
noza. Kposomok Ha knaname 0Ovl1 yCKOpEH,
cpeonuti epaduenm nogwviuien. Ommeuanucs

PAaHHe-CUCMONUYECKAs MUMPATbHAS  pecyp-
eumayus  O08yma  oxkcyenmpuynimy  yskumy  Puc. 4. Makpockonuueckuii 6ud mukcoguopocapromul cepoya c

empysmu na 2/3 JIIT 6dons 6okosoii cmenku —O8YX NOGEPXHOCMEIL A U O, COOMEEMCMEEHHO.
JIIT u medxcnpedceponoll nepe- | : 3 2
20POOKU, NPUBHAKU BbICOKOLL Jie-
20UHOU cunepmeH3Uu.

Ilo cusHeHHviM nokasa-
HUAM ObLIO NPUHAMO peuieHue
006 onepayuu no yoaneHuio oo-
paszosanus  JIII. Ob6pasosanue
npeocmasiane coool OKpyio-
08ATLHYIO  OOTLUAMYIO  MKAHD
beno-orcenmozo ygema, MACKO-
ANACMUYECKOU  KOHCUCTEHYUU,
pasmepamu  4,0x4,5x3,5  cm.
Ha oonom u3 nomocos onpe-
0enANACy  «HONMCKA» PASMEPOM
2,0x1,5 cm, npuxpennennas x
3aoneti cmenke JIII. Ha paspe-
3¢ MKaHb Oblla HeOOHOPOOHA:
no nepugepuu beno-sxcenmozo
ysema, YeHMpAaIbHAA —YACTb
KPACHO-p03068020 yeema (puc.
1). Obpaszosanue yoaneno c npu-

JeAHCAUWUMU  YHACTNKAMU  NPeo- i , 7
cepoutl, docmosepro oyenunts Puc. 5. Muxcogpuopocapkoma cepoya (okpacka I'3): a - donvuamoe cmpoenue

Kpail pesexyuu ne npedcmaens- ONYXOnu, yeenuuenue 50, 6 - nexpo3 onyxonu (ykazan cmpenkoii), yeenuuenue 40,
OCH BOAMONCHDBIM. 8, 2 - AMUNUYHbIE 6EPEMEHOBUOHBIE U 08AIbHBIE KIEMKU ONYXO0U C HOAUMOP-
Tucmonozuuecku — obpa- HbIMU aopamu, yeenuuenue 200 u 400 coomeemcmeenno.

& =
= il PR e S ~ i b

308anue Npeocmasiano coboll
HU3KOKeMOUHYIO onyxonv,
BBICTIAHHYIO  DHOOMENUEM, ¢
pacnpedenenuem Kiemox npe-
uMywjecmeenHo no nepugepuu
ONYX0nU U HEMHO2OYUCTEHHBIX -
6 YEHMPAIbHLIX OMmOenax, Je-
aHcamux cpeou OOUTBHOU D03U-
HOQUIBHOU NIOMHOU, PLIXIOU U
Murcouonou cmpomvl. Knemxu
sepemenoobpasnoll hopmsi, 6e3
uemKux epanuy, A0pa oKpy2iou
u 8vimaAnymou @opmol, ¢ men-
KOOUCNEPCHBIM XPOMAMUHOM, C

COUHUYHBIMU METKUMU AOPbIUL- . :
Kamu 6 omoenvwix kiemxax, 3a- Puc. 6. Hmmynozucmoxumuueckoe uccnedosanue Mukcouopocapkomol cepoua ¢

Memnwimu npu yeenusenuy 200.  PA3uMHbIMu anmumenamu (Kopuunesoe okpawusanue), yeenruuenue 100.
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Hoepuasn amunus ne obvina evipasicena. Knemxu ¢ gueypa-
MU Mumo306 eounuunvie. Cmpoma 6acKyIapusupo8ana 3a
cuem HeMHO2OYUCTIEHHbIX MOHKOCMEHHbIX cocy008. Onpe-
densnace cnabosulpadicenHas OuPPysHas u MenKoouazo-
6as UHOUILMPAYUS MATBIMU TUMPOYUMAamMU co 3penou
mopgonoeuett sioep (puc. 2).

OcHo6HbIM QuppepenyuanrbHbiM OUacHO30M ObLIU.
Mmuxcoma, gubposnacmoma, BMO, mukcopubpocaproma,
MUKcouonasi netiomuocapkoma. Ilpu ummyHnoeucmoxu-
MUHECKOM UCCNIe008AHUU HA ONYXONEBbIX KIemKax Ovlia
8bIABNICHA YUMONIA3MAMUYECKAs IKCAPECCUsl GUMEHMU-
Ha, 21A0OKOMbIUEYHO20 aKMUHA, OeCMUHA U NAHYUMOKe-
pamuna. Oxcnpeccus 6enxa S100 (cemeticmseo mynvmu-
2EHHOU 2PYNNbl  HEYOUKGUMHBIX YUIMONIA3MAMUYECKUX
sHympuriemounvix Ca’*-ceszviearouyux 0enkos), KuHa3zbvl
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Puc. 8. Ix0-KT': 6vitnom 6 nonocmo nepuxapoa (cepvie cmpenku),
onyxonv 6 npoceeme ILK (6enasn cmpenka).
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AHANAACUYECKOU TUMPOMbL U MUOLEHUHA HA ONYXOJIe6bIX
Kiemkax He Owiia obuapysicena. Mnoexc nponugepamus-
HOU GKMUBHOCMU ONYX0J1e6blX Kiemok no Ki67 ovin 5-15%
(puc. 3). Iayuenmre Ovi1 nocmasnen OUAcHO3 60CHANU-
MeNbHOU MUOPUOPOOIACMUYECKOL ONYXONU cepoyd .U Gbl-
NOJHEHO ONepamueHoe BMeUamenbCcmeo no ee YOaieHuio.

Pannuii nocneonepayuonnviii. nepuoo 0C10MCHUIL-
Csl NOCMNEPUKAPOUOMOMHBIM CUHOPOMOM, KOMOPbLL Obll
yenewno xynuposan. Ha xonmponvnot Oxo-KI™ enympu-
nonocmuwix obpazosanuil JII1 ne dvLo ooHapysicero. Ila-
YUeHmxa 8 NoC1eonepayuoHHoOM nepuooe NOIyYala npoo-
JIEHHBIU KYPC HeCmepouoHol Npomueo80CnaIumenbHol
mepanuu, bINUCAHA HA CAHAMOPHOE JledeHuUe.

Yepes 2 200a y nayueHmxu CHO8A NOSABULACL OObIUL-
Ka npu HebOonbuwol u3u4eckol Hazpy3Ke U 8 NONONCEHUU
Ha nesom Ooky. Qb6crnedosanaco amOyiamopHO, GbIsEIEHO
obpaszosanue JIII. Ilo oanneim DKI': mpenemanue npeo-
cepoull ¢ HepezylApHbIM NPoGedeHuem K JHceryoouKam u
uacmomoti cepoeunvix cokpaugerutt 130 yo/mun, nenonuas
bnokaoa npasoui Hodicku nyuka I uca, Hapywenue penonapu-
s3ayuu 6 eude ompuyamenvhblx u 0gyxgasuvix 3voy06 T 6
bonvuuncmee omsedenuil. 11o dannvim Ixo-KI': evipasicen-
Hast 00CMPYKYUs MUMPATbHO20 KAANAHA € hopmMuposanuem
BbICOKOLL J1e204HOU eunepmensuu, oopazosarue JII1.

Yuumuieas 6ozmoorcnocms smbonuueckux ocnogxcHe-
HUll, ObLIA 8BINOIHEHA IKCMPEHHAS, ONePaAyUs No YOaIeHUIO
006pazosanus 16020 npedcepous uepes npagoe npeocep-
oue u medxncnpedcepOHyro nepe2opooky. Padukaneno yoa-
aumb 0opazosanue e nPedCmasisiioct 603MONCHbIM U3-30
BUOUMO20 NPOPACTAHUSL 8 YCIbe NE20UHBIX 6€H, 8 00IACTb
@Pubpo3Ho2o KOILYA MUMPATILHO2O Kianana. Beinonnena
pezexyusi 00pa308aHiusl 8 MAKCUMATILHO B03MONICHOM 00be-
Me € 3aX8amomM HeU3MEeHEeHHOU MKAHU NPedcepous.

Yoanennoe obpasosanue 6vi10 donrvuamoe, umeno
pasmepor 5,0x4,0x2,5¢cm, yacmuuno noKpulmMo 21a0KuM
9HOOKAPOOM, HA paspese dicenmosamo-oenoe, ¢ HeKpo-
samu u kpogousnuanuamu (puc. 4). Ilpu eucmonoeuye-
CKOM UCCNe008aHuU 06pazosanue npeocmasisio cooou
00bYAMYIO  ONYXONb U3  NOAUMOPPHBIX, AMUNUUHBIX
8EPEMEHOBUOHBIX U OKPY2IbIX KIEMOK 6 MUKCOMAMO3-
HOU U BOOKHUCMOU cmpome. Becmpeuanuce nexposwl u
Kpogsoususnus (puc. 5).

Ipu  ummynocucmoxumuveckom uccie-
006aHUU ONYXOlesble KIemKU IKCHPeccuposa-
au 6enok pS53, eumenmun, 2140KOMbIUEUHDL
AKMUH, MEMOPAHOCEA3LIBAIOWUL MYYUH 4-20
muna, 6enoK MbIUUHOU MUKPOXPOMOCOMbL 2-20
cybmuna, HabnIOOAnaAcL 04az08ds KCHPeccus
CD56 (CD, knacmep ougpghepenyuposku) (puc.
6). Dxcnpeccusi ecMuna, MUOLEHUHA, KUHA3bL
AHANLACTNUYECKOU  TUM@POMbL, NAHYUMOKePA-
MUHA, SNUMETUATLHO20 MEMOPAHHO20 aHMU2e-
na, CD99, CD34 omcymcmeosana. Ilayuenmue
ObL1 nocmasien OUAcHO3 MUKCOPUOPOCapKOMbL.
IHponupepamusnas akmuernocms no Ki67 vira
20%. Taxum 06pazom, y OGHHOU NAYUESHMKU HA
@one eocnanumenvrou mMuoubpobiacmuye-
CKOU ONYXOIU PA36ULAC, MUKCOQuUOpocaproma.

B nocneonepayuonnom nepuooe na IKI'
pecucmpupos8anuct, mpenemanue npeocepouti
(puc. 7). Ilocneonepayuonnwiii nepuod npome-
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Kan 6e3 ociodcHenutl, borbHas Ovlia svinucana Ha amoy-
namopnoe nevenue. Cocmosnue u OUHAMUKA 3a001e6aHUs.
NayueHmxy Ha C1edylomux JManax ieqeHus Heu36ecmHol.

Knunuueckuii cnyuaii Ne2

Hayuenmka 50 nem ¢ anammezom ungurbmpupyio-
wet KapyuHombl €60l MONOYHOU Jicene3bl NpOmoKo-
6020 MUNA, YMEPEHHOU CMeNneHU 310KA4eCmEeHHOCmU
T4NIM1, oughgpysnoii B-kpynHokiemouHou aum@omsl, ¢
Kypcamu ayuegoi mepanuu u xumuomepanuu 6 2010 200y
uepes 11 1em obpamuiace ¢ Hcanodbamu Ha BbIPANCEHHYIO
c1abocmsp, 00bIUIKY, BOZHUKAIOWLYIO NPU MUHUMATbHOU (u-
3UUECKOll Haspy3Ke, 8 NONOHCEHUL NedHCd, Ha OeCCOHHUYY U
cyxotl kauiens.

Io oannvim IKI - nenonnas dnoxada nesoil Hodic-
Ku nyuxa luca, nenoanas 610xkada npagoil HONCKU NYUKa
Tuca, usmenenus penonsipuzayuy 6 6UOE CHUNCEHUS aAM-
naumyowt T ougpghysnoeo xapaxmepa.

o oannvim Ox0-KI' 6 nonocmu npasoeo sicenyoou-
ka (IDK) noyupyemcs odvemnoe
obpazoeanue He2coMO2eHHOU He-
OOHOPOOHOU CMPYKMypbl, pPA3-
Mmepom 3,5x3,8 cm, ucxooauee
uz bazanbHuix omoenog nepeo- ‘
nebokosoti cmenxu IDK, cozoa- ‘
1owee 00CmpyKYuio KPOGOMOKY.
I'paouenm oaenenusi 6bIX00HO20
mpaxma IDK 48 mm pm.cm., gvi-
nom 6 nonocmu nepuKapod OKo-
710 250 mn (puc. 8).

Ilo oannvim mynemucnu-
PANBLHOU KOMNbLIOMEPHOU MOo-
Moepaguu  opeanos epyoHol
KIemKu: Kapmuua  00paszo-
sanus IDK ¢ npopacmanuem
6 nepukapo. Ilepuxapouans-
Hblll gblnom. Beinom 6 negyio
niespanviyio noirocms. Obpa-
306aHue 180U MONOYHOU dHce-
nesvl. Amenexmas S4 cnesa.

Ipu NO3UMPUPOHHO-
IMUCCUOHHOU momozpaguu
eceeo mena ¢ [IDK eusyanruzupo-
8aICS (POKYC NAMONOSUHECKO20
Hakonnenus paouogapmnpend-
pama ¢ HepOBHbIMU KOHMYPA-
MU, HEOOHOPOOHbIU, CO CYUH-
muzpaguyeckumu  pazmepamu
78x73x56,5 mm. bBoviia npeo-
NONONCEHA — NePEUYHO-MHONCE-
CMBEHHAsl HeONAA3Us: Nepeut-
Hble onyxoau cepoya u Jegoul
MONOUHOIL Jicenesbl ¢ 6MOput- = o
HbIM NOPAdCeHUEeM NOOMbIULECY- % :
HbLX UMPOY3108 (puc. 9).

Ipuyumonoeuueckom ana-
Ju3e HCUOKOCMU U3 Nepurapod
OQHHBIX 30 HanUyUe IUMPonpo-
qugepamuenozo  3a0601e6aHUsL
He Ob1o nonyuero. OCHOBHOU
ougpgepenyuanvro-ouazHocmu-
yecKull NOUCK GKIIOUANL: JUM-
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CASE REPORTS

Gomy cepoya, memacmas KapyYuHoOMbL MOJIOYHOLL JHcene3bl,
nepeuuno2o obpasosanus cepoya. beino npunsmo pewe-
HUe BbINOIHUMb IHOOMUOKAPOUATbHYIO OUONCUIO O] pe-
WeHUs BONpoca 0 OanbHetiuell MaKmuke 1e4eHus.

Ipu cucmonoeuueckom ucciedosanuu onyxons oviid
npeocmasiend 6epemeHOBUOHBIMU KILEeMKAMU 6 MUKCO-
uonom mampurce (puc. 10). Ilpu ummyHnocucmoxumuye-
CKOM UCCNeO006AHUU KIEMKU ONYXOAU He IKCHPeCccupo-
sanu CD20, nponaxmun-unoyyuposanuwviti 6enox (PIP),
MAMMO2100Un U NAHYUIMOKEPAMUH, NpOIUGepamuenas
akmusnocmo no Ki-67 ovina 22%. Ipu ummynogenomu-
NUPOBAHUL CAPKOMbL IKCNPECCUPOBATUCL DENLOK MIUUHOU
MUKPOXPOMOCOMbBL 2-20 CYyOmMuna, SUMEHmuH u 21aoKo-
MbIUEYHBIT aKMUH, MeMOPAHOCBA3LIBAIOWUTE MYYUH 4-20
muna, He Obl10 IKCNpeccuu MUOeHUHd, 0ecMuna, benka
S100, 6enxa onpedenenus muoonacmos 1, CD34 (puc. 11).
Hmmynoghenomun onyxonu coomeemcmeosan KapOud.ib-
HOU Muxcoghubpocapkome.

Puc. 9. Ilo3umponno-mmucccuonHnan momozpagpusa - uzodpascenue 6cezo mena
(a). Ouazu namonozuueckozo Hakonienus paouogapmnpenapama (P@II)
18F-¢pmopoe3okcuznioko3vt 6 1€60i MONOUHOU Jicene3e, €60l HOOMbIUEYHOI
obnacmu, cuzanmckuil poKyc namonozuueckozo nakonaenus P@II ¢ npasom
acenyoouke. POII nakannusaemesa ¢ Moueeom ny3vipe, max KaK e2o pu3zuonou-
YecKan INUMUHAYUA OCYUIECIENAECHICA Yepe3 MoYegbleooaujue nymu. B npasom
Jrcentyoouke (6) eusyanuzupyemcs o6vemnoe 00pasosanue, 3anumaiouiee ¥ noao-
cmu, xapakmepu3syloujeeca namonozuieckum nakonnenuem P@II (ykazano denoii
cmpenkoit). B nonocmu nepuxapoa u €601 naespanbHoil ROAOCHMU Onpedensnen-
CA HCUOKOCID (YKAZAHO CEPLIMU CHIPEIKAMU).
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Puc. 10. Snoomuoxapouanvnas ouoncus, muckoguopocapkoma cepoua 6 2 gpac-
Mmenmax ouonmama: a - yeenuuenue 20 (okpacka I'3), 6 - yeenuuenue 40 (oxpa-
cka I'9), 6 - yeenuuenue 40, okpacka no éan I'uzony, 2, 0, e - yeenuuenue 100, 200
u 400, coomeemcmeenno (oxpacka I'J).
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YV nayuenmru umenoce npopacmanue onyxouvio ne-
PpeoHell u DOKOBOU CMEHOK Npagozo dcelyooukda. Bceueo-
cmeue 3mo20 NOIHOe XUPYpeuueckoe YOdieHue Onyxoiu
OKA3a110Ch HEGO3MOICHBIM. BonvHOU npogoounoce nauiu-
amusHoe xumuomepanegmuueckoe nederue. CocmosHue u
OUHAMUKA NAYUEHMKU, d MAKIHCe NPOBOOUMOE JleueHUe Ha
CLEOYIOUWUX IMANax Kypayuy Heu36ecmubl.

OBCYXKIEHUE

[Matorene3 BMO no xonma He siceH. Hecmotps Ha
MHOTOYHCIICHHBIE HCCIIEJOBaHUS, 10 CHX MOP MPEICTaB-
JICHBI TOJIHKO THIIOTE3bI O BOSHUKHOBEHUH ITOU Oy XOJIH.
Brinm 06HapykeHbI 607ee 21 reHa-mapTHEpa, y4acTBYIO-
mux B naroreneze BMO, npu 3ToM Kaxablid roJl CIEKTP
9THX TeHOB oOHoBIseTcs [6]. M3BecTHO, uTO OoT 50 10
70% omyxone#t umeror mepectpoiiky rena ALK, dgro
MPUBOIAT K 00pa30BaHHUIO XUMEPHOTO OelKa ¢ THPO3UH-
KMHA3HOH aKTUBHOCTHIO, KOTOPBI MOXHO OTIPEICIHTH
C TIOMOIIPI0 HMMMYHOTHCTOXHMHYECKOTO HCCIIEA0BA-
nusg wid FISH. B renmerunueckom miane, 0oJiee 10J0-
BuHB BMO OTHOCSTCS K TaK Ha3bIBAEMOMY CEMEHCTBY
«ALKom» (ALK - anaplastic lymphoma kinase, kuHaza
aHarutactTuaecko nmumpomsr; ALK aktuBHpyercs mpu
HEKOTOPBIX BHUJIaX CONUIHBIX Omyxojei). Tak, oHKOTreH-
Hag aktuBanusa ALK nMeer 3HaueHUe B TaTOTeHE3e Ciie-
OYIOMUX OIyXOJIeH: aHaIuTacTHYecKas KPYMHOKICTOY-
Hasg TUMQpOMa, HEMEIKOKICTOUHAas KapIMHOMa JIETKOTO,
MeqyJUIsIpHAs KaplIMHOMA ITOYeK, HefipobiacToMa 1 aHa-
IJIACTUYCCKask KapIIMHOMA IIUTOBHUIHOH xene3sl [7]. B
2011 ropy ynpaBlieHHE IO CAHUTAPHOMY HaJ130pPYy 3a Ka-
YECTBOM IHIIEBHIX MPOAYKTOB U MeanmkaMeHTOB (FDA)
000pUII0 TIEPBBIM TapreTHBIN mpemapaT Kpu3oruHud
JUTS TedeHus manueHToB ¢ ALK-monoxkuTensHBIMU OITy-
xomsmu [8]. Takke B nuTEepaType MMEIOTCS JaHHBIC O
BO3MOXKHOCTH JIHICTCPUO3HONH HMH(EKINN KaK MPUIHHE
pasButus cepaeunoit BMO [9].

B cepaiie BMO 00BI9HO pacTeT Kak MOJOCTHOE 00-
pa3oBaHHE Ha HOXKE, NMPHUKPEIUICHHON K YHIIOKAPIY, Of-
HAKO B JIUTEpaType €CTh JaHHBIE O POCTE ITOU OIYXOJIH
BOKPYT KOPOHAPHBIX apTepHii, YTO MOXKET IPUBECTH K
OCTpOMY KOPOHApHOMY CHHIPOMY W BHE3AITHOW Cepied-
HOM cMmepTH marmenTa [ 10].

Knunnueckue npossinenuss BMO wmmpoko Bapbu-
PYIOT OT OECCHMITOMHOTO TEYEHUS /IO TMPOSBICHUN cep-
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JICYHOM HEJIOCTaTOYHOCTH, AHTMHO3HBIX OoNel W TpaH-
3UTOPHBIX umemMuueckux arak [11]. Bexymum metomgom
nuarHoctuku ssisiercss OxoKI uccnenaoBanue, KoTopoe
MOXKET OIPE/ICIIUTh BHYTPHUIIOJIIOCTHOE 00pa30BaHHUE KaMme-
PBI cepAlia U MPOBECTH MEPBUUHYIO TU(depeHInaNTbHYI0
JIMarHOCTUKY ¢ TpomOoTHueckuMu Maccamu. [Ipu oOHa-
PY)KEHHH IOJIOCTHOTO 00pa3oBaHUs KaMephl cep/ia Iep-
BUYHBIN Au((depeHInaNbHbIi T1arHo3 BKIOYaeT B ceds
TPOMO, MUKCOMY U HEMHKCOMATO3HbIE 00pa30BaHMsL.

BMO nemoHCTpUpYeT BBICOKYIO MOpQoiorniec-
Kyl0 BapMaTHBHOCTb: OT TNpeoOsafaHusi THaJTuHHU3H-
POBaHHOH CTPOMBI C HEOOJBIIMM KOJIMYECTBOM Bepe-
TEHOBUJHBIX KIIETOK C (OHOBBIM BOCHAJIMTEIbHBIM
MHQUIBTPATOM JI0 BBICOKOKJIETOUHBIX MUO(HOpoOIacTu-
YECKUX MPOTUPEPATOB.

30/10TBIM CTaHJAPTOM JIEYEHUSI CUUTAETCSI MOIHOE
XHpypruieckoe yaajieHue ormyxonu. Ilpu Heonepabeib-
HBIX HOBOOOPA30BaHUSX M PEIMIMBAX YCHEIIHO IIpHUMe-
HseTcs MydeBas Tepanus. Korma nopaskeHue 3aTparuBaeT
cep/le, MOJIHOE XUPYPrHMYeCKoe Y/aleHUEe MOXKET OKa-
3aThCsl HEBO3MOXHBIM M3-3a MPSMOTO PACHPOCTPAHEHUS
OITyXOJIM Ha JKU3HEHHO BaYKHBIE CTPYKTYPbI, TAKHE KaK KO-
pOHapHbIE apTepUH WIIM JIETOYHBIE BEHBI, I09TOMY HE00-
XOJUMO PACCMOTPETh JOMOTHUTENIBHBIE METO/bI JICUEHMUSL.
EcTb MHOXXECTBEHHBIE JINTEPATypHbIE JaHHBIE 00 yCHeml-
HOMW perpeccun OImyXojH Ipu MepopanbHOM Tepanuu Kop-
TUKOCTEpOHaMH, Ha (hOHE KOTOpoW y OOJBLIMHCTBA Ma-
LIUEHTOB MPOM30LLIO 3HAUYUTEIbHOE YMEHBIIEHUE pa3Mepa
OCTaTOYHOTO MMOPAKEHUs, U HE MOTPeOOBAIOCH JONOJIHH-
TENBHOIO XUPYPruueckoro BMenarenscTna [12].

B Hamem cnydae ocTaercs HESACHBIM, IPOM3OLIET
peunaus BMO c tpancpopmanueit B MOC, nu1bo xe mo-
cie ynaienust BMO M®C passunack de novo, mm6o MOC
pas3Bunack u3 ocrarounoil Tkanu BMO. B nuteparype Het
coobmennii 0 Tpanchopmanuu BMO B M®DC, omnako
omnuceIBaeTcst ObicTphIii penunuB BMO y nstumecsyHoro
pe6enka [13] u 6bicTphlii poct MOC y 57-Mu JieTHEH keH-
muHbI [14].

M®C umeroT o4eHb pa3HOPOAHBIM KapUOTHUII C pa3-
HBIMHM KJIOHAMHM, HaOJIOZAEMBIMH HE TOJBKO Y KaXKIOTO
KOHKPETHOTO MaIeHTa, HO U Ha OT/JEJIbHBIX Y4acTKaxX Of-
HOM 1 TOH ke onyXxonu. EcTe auteparypHble JaHHBIE O TOM,
gyro aktuBanusa myta AKT/mTORC2 koppenmupyer ¢ ru-
CTOJIOTHYECKOM CTENEHbIO 3JI0KaY€CTBEHHOCTH U ITpOrpec-

- cupoBanueM MOC [15]. Takxe
ONMCHIBAETCS, YTO JABE TPETU
M®C  mponeMOHCTpUpOBaIU
ceepxakcnpeccuto  MET  (pe-
LENTOp TUPO3MHKHUHA3KI, MOCI]IE
CBSI3BIBAHUS CO CBOUM JIMTaHIOM
- (haKTOpOM POCTa TeMaTOIUTOB,
AKTUBUPYET ILIUPOKUM CHEKTp
KJIETOYHBIX CUTHAJIBHBIX IYTEH,
BKJIIOYasl y4acTHe B Iposimdepa-
LM, TOIBW)KHOCTH, MHIPALU
W WHBA3MH), KOTOpasi KOppeIH-
poBajia ¢ HeOIAronpHUsTHHIMU
KJIMHUKO-MATONOTHUECKUMU
(hakTOpamMu ¥ HE3aBUCHMO IIpE/l-

Puc. 11. HmmyHnozucmoxumuyeckoe ucciedo8anue Mukcopuopocapkomsl cepoya
¢ pazuyunsimu anmumenamu (Kopuunesoe okpawusanue), yeeauuenue 100.
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Haubonee yacteiMu jxanodamu y maruentoB ¢ MOC
SIBJIIFOTCSI OZIBIIIKA ¥ CUHKOMAIbHbIE cOCTOsIHUA. CHUHApO-
MaJIbHO y TIAIIMEHTOB Yallle BCEro HaOIoIatoTCs NPU3HAKK
Cep/IeuHON M KianmaHHOW HemocrarodyHocTH. Ilpm ¢uzm-
KaJbHOM OOCJIEZIOBaHWM y JIAaHHBIX OOJNBHBIX 4Yalle Bee-
IO OMNpPEJENAIOTCS CepAeUHbIe IIyMbI, MapagoKCaIbHbIH
MyJbC, THIOTeH3Ms U Taxukapaud [17]. Onucans! u3MeHe-
Hust Ha OKI, yacTh U3 KOTOPBIX HAOIIOAAIMCH U B HAIUX
cityyasx: 0J0Ka/ia HOKKH Iyuka ['rca 1 CHU)KeHHe aMITIH-
Tynel 3yona T. Brokana Hokek mydka ['mca MOXkeT OBITh
CBSI3aHA C MHBAa3UBHBIM POCTOM. CHI)KEHHE aMIUIUTY/IbI
3y6ra T mMoxeT OBITh BBI3BAHO MOBPEkKAESHUEM MHOKap/a
u 3HA0Kapaa. Meracrasst MOC cepaiia MOTYT MIPOSIBIISATh-
Cs1 SMUIIENTHYECKUMU NPUCTYNIaMU, OCTPBIM HapylIeHUEM
MO3TOBOT'O KPOBOOOpAIEHHUS, BHYyTPHMO3TOBBIMU T€MaTO-
mamu [18].

Xupypruueckoe jJedeHue ABIseTcs OCHOBHBIM B Jie-
YEHHUHU CapKoM cepjlia. B 3aBUCHMOCTH OT CTaguu OImyXxo-
JIM ¥ cTeneHn e€ udpepeHIMPOBKN UCXOIbl XUPYpPriuyec-
KOTO JICUCHMS IIUPOKO BapbUPYIOT, OTHAKO, B JIUTEpAType
HMMEIOTCSI JTaHHBIE, YTO MAIUEHTHI, IEPEHECIINE PE3EKIIHUIO
OITyXOJIM, MMEIOT JOCTOBEPHO Ooee JUIMTEIbHYIO BBDKH-
BaeMOCTh T10 CPAaBHEHHIO C HeomepupoBaHHbIMH [19].

VY BTOpOI ManueHTKH B aHaMHe3e Mbl HalOnrogaeM
NIePBUYHO-MHOXKECTBEHHBIM PaK U BO3HMKHOBEHHE Iep-
BuyHO M®C cepana, 4To MOXKET OOBICHITHCS OOIIU-
MU MyTanusiMu B reHoMe. Kak yke omuchIBaioch BBIIIE,
nporpeccupoBanue M®PC kopperaupyeT ¢ akTUBaIuei
AKT-nyTu. Mbl HallJTu JaHHBIE B IUTEPATYPE O TOM, UTO B
OHKOT€HEe3€ MPOTOKOBOH KapIIMHOMBI MOJIOYHOM KeJe3bl
Tak)ke MOXET BOBJeKaTbcs ATOT nyTh. HER2 akTuBupy-
et nuTorasmarudeckuit nomeH HER3, koTopslit B cBOIO
ouepens 3amyckaeT AKT-myTsh, a 3aTeM IPOOHKOTE€HHBIN
kackax [20]. Ecte mannble o cBepxakcnpeccun MET B
OITyXOJISIX MOJIOYHOH KeJe3bl, YTO accolMupyercs ¢ 00-
Jiee BBICOKOH cMepTHOCThI0. Ho y marnueHToB a3uaTckoit
pachl, a Takke B HER-2-mojgoXuTenpbHBIX KapLUUHOMaX
MOJIOUHOM kene3nl cBepxdkcnpeccuss MET He Biumsier
Ha nporHo3 [21]. Umerorest coobmenuss o PIK3CA-my-
TAHTHBIX B-KpYIMHOKIETOUHBIX JIMM(pOMax, Kak y Hamen
nanueHTku. Myrtanuu B PIK3CA npuBoasT kK akTUBauu
toro ke AKT-myTu, KoTOphIH 3amyckaeT JanbHEHIIHii
MPOOHKOTCHHBIN Kackan [22]. Takum oOpa3zom, y Hamiei
nanueHTKu aktuBanus AKT-myTu morna 3amycTUTh OH-
KOT€He3 MHOXECTBEHHbIX omyxoied. K coxanenuro,
Ha JIaHHOM JTale MOJATBEPAUTh WU ONPOBEPTHYTh 3TO
MIPEIONI0KEHHE MBI He MoXeM. [l peleHus 3Toi neau
JJaHHOM MallMeHTKE MOKa3aHO CEKBEHUPOBAHHE T€HOMA C
LIeIbI0 ONPEEICHNs MYyTaHTHIX T€HOB U BO3MOXKHOMH Tap-
TETHOM Teparuu.

CASE REPORTS

B HacTosmee BpeMs U3BECTHO HECKOIBKO TAPIe€HT-
HBIX npernapartos, Onokupyromux AKT-myTs: Ipatasertib
(GDC-0068), Capivasertib (AZD5363), Afuresertib
(GSK2110183) Uprosertib (GSK2141795), Triciribine
(PTX-200), Cenisertib (R763/AS703569). Onnako, s
KJIMHUYECKOTO NMPUMEHEHHs O00pEH TOJNBKO Mpernapar
Anprienn3u0, TOKa3aHUEM K INPUMEHEHHIO KOTOPOTO
SIBIIIETCA COBOKYIIHOCTH cleAyromux ycnoBuil: HR+,
HER2- pacmpocTpaHeHHBI WIM MeTacTaTHUECKHH pak
MoJI04HOM sxene3bl; MyTanus rena PIK3CA (PIK3CA+);
IporpeccupoBaHKe 3a0oJieBaHUS BO BpEMsl WIH IOCIHE
MPOBEJCHUS PEXUMOB FOPMOHANBHON Tepanuu. Teope-
TUYECKH, B CIy4ae Joka3aTrenbcTBa MyTanuil B AKT-my-
TH, B JICUEHUU JAHHOW MAllMEHTKH MOXET OKa3aThCs
1esiecooOpa3HbIM  NMpPUMEHEHHe AJbnenu3nda «BHE
odunmansHeix nokazanuit» (off label), mpu orcyrcTBHM
BO3MOXKHOCTH JICUEHHUs IPYTMMHU MpenapaTaMu B paMKax
KJIMHUYECKUX UCCIETOBAHUMN.

IMocnennee BpeMs B MHpE aKTUBHO 00CYXaaeTcs
TEeHJICHLIUS K MEepPCOHAIN3UPOBAHHON MeauIuHe. Y ma-
IUEHTOB C NMEPBUYHO-MHOXKECTBEHHBIM PAKOM, a TaKXKe
C PEIKMMHU OMYXOJSMHU, 3TOT NPUHIUI CIEAyeT IpUMe-
HATH B IIepBYI0 ouepenb. IIockonbKy XHpyprudeckas
pesexuus MPC He sBIgeTCs paguKaIbHBIM METOIOM
JICYEHUS OITyXOJM, MallMeHTaM He0oOXoquMa JIOTIOIHH-
TeJabHas XxuMuoTepanus. LlenecooOpa3Ho MoaXoauTh K
BBIOOPY JAHHOM TEPaINuy ¢ Y4€TOM OMOJIOTHYECKHUX 0CO-
6enHocreil onyxonu. K coxanenuro, B HacTosiIiee Bpe-
MsI MBI HEZIOCTaTOYHO 3HaeM 000 BCEX T€HETHYECKUX I1e-
pectpoiikax M®C. B cBsi3u ¢ 3TUM JaHHBIM MallMeHTaM
pexomennoBaHo NGS-uccnegoBanue reHoma. JlaapHei-
niee JiedeHHe MaleHTOB JOJDKHO B HAeale OCyIlecT-
BISATHCS TapreHTHOW Tepamnued, mubo CAR-T-knertou-
HOI Tepanueit AJi JOCTHXKEHUS] MAKCUMAaIbHO XOPOILIUX
OTJIaJICHHBIX PE3YJIbTaTOB.

3AKJIIOYEHHUE

MuxkcopubdpocapkoMa MOXKET pa3BUBAaThCS Ha
¢doHe BocmanuTenpHOH MHOGHOpOOIaACTHIECKON OITy-
Xxonu. PexoMeHayeTcss NpPOBOAMTH HMMMYHOTHCTOXH-
Muueckoe uccienoanne u FISH ma ALK-myTranmmu B
BOCTIATUTEIBRHONH MHO(DHOPOOIACTHICCKONH OIYXOIH.
[Ipu o6Hapyxennn ALK-myTanuii HEOOXOAMMO KIIH-
HUYEeCKoe 1000CIe0BaHNE IMALMEHTOB C IEJIbI0 HC-
KJIIOUEHUS ApYyrux onyxoJseit cemeiicrsa ALKom. Muk-
coubpocapkoMa MOXET UMETh OOIIHEe TeHETUYECKHE
MOJIOMKH C APYTMMH OIIYXOJSIMH, 3aTParuBarOIUMHU
AKT-nyTh ¥ XapaKTEpU3YIOLIUMUCI CBEPIKCIPECCHU-
et MET, 4To cienyer u3ydarb B JaJbHEHIIEM B LEIAX
TapreTHON Tepamui.
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VY ManueHTOB ¢ CEpJCYHBIMU UMIUIAHTHPOBAHHBIMU  CTEMBI C TPAHCBCHO3HOW SKCTpaKIuei anekrponos (Tp22)
IEKTPOHHBIMH yCTPONUCTBAMU MH()EKIIMOHHBIC OCIIOKHE- B OOJBINMHCTBE CIy4YacB SIBISICTCS Oc3abTCPHATUBHBIM
HUS SIBJSIFOTCS HAWOOJIee YacThIMU U B CIy4ae Pa3BUTHS ~ METOIOM JICUCHUS IPH WHPHUIIMPOBAHUH yCTPOUCTBa [3].
cernicuca U WHQEKIMOHHOTO JHIIOKAPAUTA - JKU3HEYIPO- Haubonee yacteiM ocnoxHeHuem TpDD sBisercs
skaroumi [ 1, 2]. TlomHoe ynaneHne CTUMYIMPYIOLIEH cU-  TOBPEXACHHE MUOKap/a U TeMONepUuKap/a ¢ TaMIIOHa10i
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cepaua [4]. IloBpexneHue BeH, yepe3 KOTOPbIe UMIUIAHTH-
POBaHBI AEKTPOJIBL, - pefiKoe ocamkHeHne TpD3. OHo ciy-
yaercs B 0,16-0,41% cnyuaes skcrpaknuii [S]. Haubonee
OIIACHBIM SIBJISIETCSl TIOBPEXKICHUE BEPXHEH IMOJO0H BEHBI
(BIIB). JleranpHOCTh TIPH 3TOM TI'PO3HOM OCIIOKHEHHH
MoOXxeT jocturath 6osiee 50% [6]. s BpeMeHHOH ocTa-
HOBKH KpoBoteueHus u3 BIIB npemnoxen 6amnon Bridge
(Philips, Hunepmnanner) (Ha teppuropun Poccuiickoit ®e-
Jepalyu He 3apeructpupoan) [7]. OmHAKO MOBPEKICHUE
TTOAKITIOYMYHOM M TIOIMBIIICUHON BEHBI TAKKE MOXKET CO-
MIPOBOKAATHCSl MACCHBHBIM KPOBOTEUEHHEM. MaHyalibHas
KOMITPECCHsl ISl TeMOCTa3a MOXKET ObITh Hed(deKTHBHA,
a XUpypruydeckas peKOHCTPYKIHUS MOAKIIOYMYHOW BEHBI
TEXHUYECKH CIIO)KHA U MOXKET COIPOBOXKAATHCS OOINBIION
KpoBOHoTepeil.

Puc. 1. Dnexmpoo-accoyuuposannan 3po3usa Koxcu 6
obnacmu n10x#ca INEKMPOKaApOUOCIMUMYNAMOPA.

Puc. 2. @nebozpagpusa: cmeno3 eepxmeil noaoil 6envl 6
Mecme 6nadeHus é npagoe npeocepoue (Pazsuman cemo
Konnamepaaeii).
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B nuteparype Ham BCTPETHJICS JIMIIb OJUH KJIH-
HUYECKUU Cydail MpUMEHEHHsI 0ayioHa JJIsi KOHTPOJIS
KPOBOTEUEHUS TIPU TIOBPEKACHUH TMOJKIIOUUYHON BEHBI
npu Tp33 [8]. B onucsiBaeMOM KIMHUYECKOM CIIy4Yae Ml
TaK)Ke MPUMEHUIN OaIOH Il BPEMEHHON OCTaHOBKU
KPOBOTEUEHUS U3 TIOBPEIKIACHHON MOIKIFOUYHYHON / MO~
MBIIIEYHON BEHBI y MAIHEHTKUA C CHHIAPOMOM BEpXHEU
MOJION BEHBI.

Kenwuna 35 nem, unoexc maccot mena 18,6 e/
M. U3 anamnesa 3abonesanus uzeecmuo, umo ei ¢ 1998
200y 6 11 nem no nogoody 6poAICOEHHOU NOIHOU AMPUO-
6EHMPUKYIAPHOU OLOKAObL ObLI UMNIAHMUPOBAH OB8YX-
kamepHolil dnexkmpoxapouocmumynamop (IDKC) Relay
(Intermedics, CILIA) ¢ snexmpodamu ¢ naccusHou Qux-
cayuetl. Jlooce DKC OvLio chopmuposaro 6 niegou noo-
KIouuyHot obdracmu. XKenyoouxoswii 31ekmpoo OblLi
Qurxcmuposan 6 sepxyuike npagozo JHceiyoouKda, npeo-
Cepombll INeKmpood - 8 yuike npasozo npeocepous. B
oanvHeluem 08axiCObl GLINOIHANUCL NIAHOBLIE 3AMEHbL
OKC (2010, 2017 ee.). Dnekmpodwsl ne mensauco. B 2018
200y camocmosimenvubie poobl, U NAYUEeHMKa mpu 200d
Kopmuna pedenka epyovio. JKenwuna ommeuana, umo
npu KOpMAeHUU PeOeHKa U CYENCUBAHUU MOTOKA NPOUC-
xoouna mpasmamuzayusi oonacmu nodxca IKC. B 2021
200y nayuenmrka ommemuaia NOMeMHeHUe KO*CU 8 001a-
cmu nodca IKC, a 6 danvretiuwem obpazosancs oeghexm
KOJICU ¢ MYMHBIM OMOENAeMbIM U3 J0JHCd, Yepe3 KOMo-
Pulil 8U3YATLHO CIMALO ONPeOensimbCs UHOPOOHOE MeIlo.
Iayuenmxa ne auxopaouia.

Ilpu ocmompe nayuenmxu obpawaem na cebs 6Hu-
Mmanue omek quya u ex. Ilpu bonee demanrvHom coope
aHaAMHe3a NAYueHmKa OMMEMmUid, Ymo OomeK Iuyd u
BEPXHUX KOHEUHOCMeU NOSAGUICS OKONO 2-X Jem Ha3ao.
Ha nepeoneii u 60kosvix nogepxHocmsx epyoHou Kiem-
KU UOHbI pacuiuperHvle eHvl. B obracmu noxca IKC
deexm kooxcu 2x1 cm, ¢ HEOOILULUM KOTUYECMBOM CU-
3UCMO-2HOUH020 omoensiemozo. HYepez Oepexm Kodicu
suoen yuacmox anekmpooa (puc. 1). Ilo dannvim IKIT
U npu onpoce YCmMpoUcmeda ¢ RpPOSPAMMAMOPOM Hd-
PYWeHUll cCrumyisayuu He Guisigneno. [ns ucKkioyeHus
INEKMPOO-ACCOYUUPOBAHHO20 IHOOKAPOUMA BbINOIHEHA
upecnuuesooHnas sxoxkapouoepagus (OxoKI): xnanawnvi
cepoya He usMeHeHvl, gecemayuy omcymcemeosanu. Ie-
moenobun npu nocmynienuu 120 2/n. Mapkepoes eocnane-
HUsL 6 KpOGU He @blsislieno. [Ipunsamo pewenue o noiHOM
YOaneHuu CmumMyaupyloujeti Cucmemsbl ¢ mpaHceeHO3HOU
aKCmpaxyuell d1eKmpooos U UMRIAHMAYUU HOBOU CU-
cmembl cnpasa. Ilo wixanam EROS u SAFeTY TLE puck
axempakyuu onpeoenen kax evicokuii [9, 10].

Onucanue onepayuu

Onepayus 6binoiHeHa 6 2UOPUOHOU ONepayuon-
HOU CepOeyHO-COCYOUCTIBIM XUPYPESOM COBMECMHO CO
CREYUAIUCTIOM NO PEHM2EeHIHOOBACKYIAPHBIM MEMOOAM
OUACHOCIMUKYU U Jle4eHUss 00 MOMANbHOU BHYMPUBEH-
HOU aHecme3uell ¢ UCKYCCMEEHHOU 6eHMUNIAYUET TeCKUX.
Buinonusncs uneasugnviti MOHUMOPUHE apmepudibHO20
oasienus uepes 1yuesyio apmepuio. B npasyio enympen-
HIOIO SAPEMHYIO GEHY YCIMAHOBLEH 2eMOCMAMUYecKull
unmpooviocep Prelude 6Fr (Merit Medical Systems,
CIIIA). Yepes unmpoowvrocep evinonnena gredozpagus.
Buisienen cmenos BIIB 6onee 90-95% no ouamempy Ha
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npomsiscenuu 20 Mm 6 mecme 6nadeHusi 6eHvl 8 NPABOe
npedcepoue ¢ Gopmuposaruem Koulamepailel u nepe-
MOKOM 6 baccelin HUMNCHel NOJot eHbl Yepe3 HeNnApHYIO
seny (puc. 2). Yepes unmpooviocep ¢ Ouaznocmuieckou
Yenblo 8 6EePXHION NOAVIO 6eHY NPOGeOeH 2udpoPuib-
Holll nposooHux Roadrunner PC.035 onunnot 145 cm
(Cook, CILA). IIposoonux 6e3 ocobvix mpyonocmeil
npogeden 3a cmenos 6 npasoe npeocepoue. Tem camvim
OvLIa onpedenenHa BO3MONICHOC UMNAAHMAYUU HOBbIX
anekmpodos cnpasa. Kamemepusuposana npasas Oeo-
PeHHas 8eHa OBYXNPOCBEMHbIM Kamemepom OJis npo-
6e0eHUsl UHDY3UU, MAKICe 8 NPABYI0 OEOPEHHYIO0 6eH)
yemawnogien unmpoovtocep Prelude 6Fr (Merit Medical
Systems, CIIIA), uepe3 xomopulii 6 Npaswviil JHcenyoo-
ueK npogeder NeKkmpoo Ol 8PEMEeHHOU CMUMYIAYUL.
B nesyro 6edpennyio seny ycmanosien unmpoovrocep
Radifocus 10 Fr (Terumo, Japan), uepes komopwiii npo-
eeoen oamuuk AcuNav 8Fr (Siemens, I'epmanust) 0ns
enympucepoeurnou IxoKI.

Onepayuonnoe noie obpabomano 01 cmepHomo-
muu. Hcceuen degpexm rooicu, IKC u 21ekmpoosvi MOHO-
NONAPHBIM KOAYNIAMOPOM 6b10€LeHbl U3 PYOUOBOU MKAHU.
Cruzeobpasnoe omoensiemoe U3 1024ca 633mo 0Jisi NOcesd
Ha NUMAamenvHylo cpedy U OnpeoeieHus 4yecmeumenbHo-
cmu gropel k anmubuomuram. PuoposHas KAncyia 10x4ca
yoanena ¢ nomowwio Koazyismopa. Hepes omoenvHulil
paspes 6 1e6oll NOOKIIOYUYHOU 00acmu 8bl0e1eHbl dleK-
mpoovl. ObHapysicums Qurcupyrowe My@mol He YOaioch.
B npoyecce noucka ¢puxcupyrowux mygpm npedceponoiil
ANeKmpoo evidener 00 6x00a 8 NOOKIIOUUUHYIO GEHY, dice-
JIYOOUKOBBLI INLEKMPOO 8blOeleH 00 MeCma 6x00d 6 Noo-
mblueynyio eeny. Ilocne omcevenus KOHHEKMOPHOU Yacmu
INEKMPOOO8 6 HUX 3A6€0CHbl 3aNUPAMENbHbIE CIMUTENbl
LLD EZ (Spectranetics, CIIIA). Yempouicmeom TightRail
11Fr (Spectranetics, CIIIA) nepevim yoanen npedcepo-
Hblil 91eKmpo0. Yuacmox éepxuell nonol eHvl 6 001ACmU
CMeHo3a Obll KaIbYUHUPOBAHHBIU (DUC. 3), UMO BbI36AL0
mMpYOHOCMU NPU IKCIMPAKYUU. 3ameM, mardice pomayuoH-
HbIM OUISIMOPOM € MEXHUUECKUMU MPYOHOCMAMU, YOAIeH
arcenydouroswlil anekmpod. Ipu nposedenuu ycmpoticmea
6 NOOMbBIUEUHYIO 6€HY HAYANOCH UHIMEHCUBHOE GEHO3-
HOe KposomeueHue u3 NnoOMblULeYHOU / NOOKIOUUUHOU
senvl. Manyanvnas xomnpeccust ¢ mevenue 10 munym Oes
appexma. Ilpodondicena mpanceeHo3Hass IKCMPAKYUsL
anexmpooa ycmpoucmeom TightRail 11Fr (Spectranetics,
CILIA) ¢ 00HOMOMEHMHOU MAHYATLHOU KOMIPECCUuell 6eHbl
accucmenmom. Inekmpoo yoaieH.

o oannvim enympucepoeunot IxoKI scudxkocmu 6
norocmu nepuxkapoa nocie IKCMpakyuu S1eKmpooos Hen.
Jlnumenvhas manyanvras Komnpeccus
akcuiapHolu / NOOKIIOYUYHOU GEHbL
(oxono 30 mun) be3 a¢hpexma, npu npe-
KpawjeHuu npudicamuis - B0300H0G1eHUe
kpoeomeuenus. Tlonvimka yuwueanus
Odeghekma 6eHbl CONPOBOACOANACL MAC-
CUBHBIM — BEHO3HbIM — KPOBOMEUEHUEM.
Peweno evinonnums epemennwviil 2emo-
cmasz 6anIOHHbLIM KAMemepom u yulumo
Odehexm eenbl. Bovinonnena nymrkyus
€60l KyOUmaibHOU 6€Hbl, 6 GeHY

YCmMAaHoeB1eH 2eMoCmamuyeckutl uUHm- onepauuu.

AR < - A
Puc. 4. Bannounwlii Kamemep, pazoymulii 6 npoceenie 1e60il NOOKII0UUY-
HOIl 6eHbl: @) penmeenozpagdusa zpyonoil Knemku, 6) pomozpagpusa smana

CASE REPORTS

poovrocep SFT, 6 NOOKMOUUYHYIO 6eHY HA OUACHOCMUYe-
ckom kamemepe Radiofocus OPTITORQUE JR 3,5 cm SFr
(Terumo Europe N.V., Benveus) 3ageden 2uopoduibhbiii
npoeoonux V18 (Boston Scientific, CILIA). [1o nposoonuxy
K Mecmy degpexma nposeden baniionnslii kamemep Sterling
10 x 60 mm (Boston Scientific, CLLIA), 6annion pazdym 0o 4
ammocgep (puc. 4a). [locie smozo manyanvhas Komnpec-
cus npexkpawena. Kposomeuenue ocmanogneno.

B pane suszyanusuposana noomvluwieunas eena c
nepexodom 6 nookuouuuHylo. Ha nepeowneii cmenxe
eenvl depekm 30x6 mm, uepes Oepexm 6 6eHe GuUOEH
pazdymolii 6aniown (puc. 46). Bena svidenrena meduans-
Hee u namepanvHee Oeghekma, 63ama HA MYyPHUKEMb.
Hegexm 6 sene ywum nponenom 5/0. Ilywen kpogomok.
Bena nanonnunace, npoceem 6eHvl 0KA3aACs CYHCeH HA
50%. Peweno pexoncmpykyuio 6eHvl He blnoaHams. I e-
MOOUHAMUKa 8 xo0e onepayuu e Hapyuwaiacs. Ilocie
KOHMPOJisL 2eMOCma3a panvl ciesd ywiumol. Yuumoi-
6051 HEGLIPAINCCHHYIO KIUHUYECKVIO KAPMUHY CUHOPOMA
8epxHell NONOU BeHbl U KATbYUHO3 BEHbL, PEULCHO CIEH-
MUPOBAHUE BEHbI HE GLINONHAMb.

Ha @one epemennou cmumynsyuu cnpaga um-
niranmupoean Hogwlil 0gyxkamepuwvitt IKC Estella DR-T
(Biotronik, ['epmanus). Cgopmuposano Hosoe nodce
OKC noo 6onvwon epyonou moiwyeli cnpasa. Jeasxicosi
BbINONHEHA NYHKYUS NOOMBIUEUHOU GeHbl CNpAsd, 2Uopo-
@unvnvle nposoonuxu Roadrunner PC.035 onunnot 145
em (Cook, CIIIA) nposedenvr 3a cybmomanvhvil cme-
Ho3 BIIB u npogedenvt 6 npasoe npedcepoue u oaiee 6
HUSICHI0I0 noayio eeHy. 110 nposoOHuUKam ycmanoenenvl
unmpoovtocepol Radifocus 7 Fr onunou 25 cm (Terumo,
Japan), uepesz xomopvle NOZUYUOHUPOBAHBI IHCETYOOUKO-
6611l U NPedCcePOHbLIL EKMPOoObl ¢ AKMUBHOU Qurcayuetl

duuuposannoi puobposnoll Kancynol.
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¢ y0081emBOPUMENbHBIMI  RAPAMEMPAMU  CIUMYIAYUU
(puc. 5). B nocneonepayuonusiii nepuod 2eMOOUHAMUKA
ocmaesanace cmabunbHoll. B ananusax kposu ommeuanocs
cHUdICeHUe 2emo2nobuna 0o 88 o/n, eemompancgysuu ne
nposoounucsy. Panvl 3asxcunu nepeuunvim Hamscenuem.

OBCYXIEHUE

TloBpexieHne NOAKIIOUNYHON WM MOAMBIIIEYHON
BEH C MAaCCHBHBIM KPOBOTEUCHHEM - PEIKOE OCIOKHEHHE
TPAHCBEHO3HOM AKCTPAKIMH 3ICKTPO0B. B nanHoM ciry-
yae Halllel omuOKoil OBIIO TO, YTO MOCIE TOro, Kak Oblia
BH3YyaIM3MPOBaHa BBIJCICHHAS ITOMBIIICYHAS/TIOKIIIO-
yryHas BeHa (OOBIYHO BEHBI TIpU TpID B PyOIIOBBIX TKa-
HSIX HE BU3YAIN3UPYETCS) MbI O€3 TOIDKHOTO BU3YaJIbHOTO
KOHTPOJIS 3aBeNd B Hee poTanuoHHbBIN mmiasarop (11Fr),
KOTOPBIH TIO CBOCU CYTH SBIICTCS (Ppe30il ¢ MexaHHUeC-
KHUM TIPUBOJOM, TIPH 3TOM ITOBPEJHB TMEPEIHIOI CTEHKY
BEHBI Ha OOJBIIOM NPOTSHKEHUH. BO3MOXKHO, MOBpex/ie-
HUE BBI3BAHO TAK)KE M TEM, YTO MECTO BXOJA JKEITYTOUKO-
BOTO 3JIEKTPOJa B BEHY OBIIO KaJbIIMHHUPOBAHO (CM. PHC.
3). KanprimHo3 puOpo3HO# KaTCybl SIEKTPOOB - THITAY-
Hasl CUTyalusl y TAIEHTOB, Y KOTOPBIX «BO3pAacT» dJEK-
TponoB Ooxee 15 yieT u UMMIIaHTaNMs ObUIA BHIIOJIHEHA B
JISTCTBE WJIN MOJIOZIOM Bo3pacte. Kak M3BecTHO, NMEHHO
BpEMs HAXOXKACHHS JIEKTPOIOB B OPraHU3ME SIBIISETCS OC-
HOBHBIM (D)aKTOPOM PHCKa SKCTpakiuuu mo mkatamMm EROS
u SAFeTY Score. Ha Ham B3misa, 4ToObl M30€KaTh MO-
JOOHOTO OCIIOXKHEHHMS, CIIEAYeT MPEABAPUTEIBHO C TIIa-

Puc. 5. Penmezenocpaghus nocie umnnanmayuu Hogoul
cmumynupyouieil cucmembol.
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TEJIbHBIM BU3YaJIbHBIM KOHTPOJIEM BBINOJIHUTH BXOA B
BEHY MPOMWICHOBBIM TEJIECKOITUYECKUM JIUIISITOPOM THIIA
SightRail (Spectranetics, CILA), ¢ npenBapuTenbHbIM
JIBOMHBIM KHCETHBIM IIBOM BOKpYT ayekTpoaa. CreHo3
BepxHeil nonoii BeHsl 6onee 90% u 00yCIOBIEHHAsT STHM
BEHO3HasI TUTIEPTEH3HS TaKXKe CII0COOCTBOBAIM HHTCHCHB-
HOMY KPOBOTEUEHHIO.

Cepbe3Hoil IpoOIeMOl OCTACTCsl BOMPOC UMILIAH-
Taly HOBOTO YCTpOICTBa mocie yaajeHus: HHQUIUpo-
BaHHOM CHCTEMBI, 0COOCHHO y MAIEHTOB ¢ IpodiieMaMu
BEHO3HOTO JlocTyna. MeroaaMu peleHus 3TOH 3ajadn
SBIISIIOTCS:  ONUKapAWaibHas WMIUIAHTAIUS CHCTEMBI,
HUMIUTAHTAIMsS Yepe3 MOAB3IOIHY / OCAPCHHYIO BEHY,
peKaHanu3anus W SHAOBACKYJSPHAs IUIACTHKA OKKIIIO-
3MpPOBAaHHON / CTEHO3MpOBaHHOW BeHbl. HeGombuion
IpyIIe ManueHToB ¢ MH(OEKINOHHBIMU OCIOXKHEHHUSIMU
KapJUOCTUMYJISIUH U OKKJIIO3UEH BEpXHEH MOJI0il BEHBI
B JJIbHEHIIIEM BO3MOXKHO PacCMOTPETh HWMILIAHTAIUIO
0€32JIeKTPOHOTO KapAMOCTUMYINIATOpa (HA TEPPUTOPHUU
Poccuiickoit deneparuu He 3apeructpuponans) [11, 12].
ComnlacHO CyIIECTBYIOUIMM PEKOMEHAAIUSIM, UMIUIAHTa-
st 6e3anekrpopnoro DKC mokazaHa mpu OTCYTCTBHU
BEHO3HOTO JIOCTyNa B OacceiiHe BepXHEH IMOJOH BEHBI
WINA TIPU BBICOKOM PHUCKE MH(QUIMPOBAaHUS YCTpOMCTBa
(nH(EKINOHHBIE OCIIOKHEHHS B aHaMHe3e, MaIeHT Ha
remoauainuse) [13].

B naHHON KIMHMYECKOH CHTyalluHM CUUTAaeM, 4TO
0€32JIEKTPOAHBIA CTUMYIIATOP HE MMOKa3aH IO psiily NpH-
4yuH: 1) NanMeHTKe MoKa3aHa UMIUTaHTAILUs YCTPOHCTBA B
pexxume DDD; 2) y manueHTKH HU3KUi pUCK TTOBTOPHOTO
MHQUIUPOBAHNS CTUMYJIMPYIOIIMH CUCTEMBI; 3) MMIUIAH-
TaIMs 3TOTO YCTPOMCTBA HE PEKOMEH/I0BaHa MOJIOJIBIM Ta-
LUEHTaM C MTPOTHO3UPYEMON MPOAOIIKUTEIBLHOCTBIO KH3-
uu 6onee 20 et [13].

Mpl BbIOpany BapuaHT JHIO0KAPIUAIbHOW MMIUIAH-
TaIMU JIEKTPOJIOB Yepe3 JUIMHHBIE HHTPOJBIOCEPHI, MPO-
BEJICHHBIC Yepe3 CTEHO3 BEPXHEH I0JION BEHBI, KaK Hau-
Oosee 1enecoo0pasHblid, MPOCTOW U MaJOTPaBMATUYHBIH
BapuaHT BMelaresnbcTa. Cieyer OTMETUTh, YTO COBpe-
MEHHOE OCHAIICHWE ONEPAalMOHHOM, I/Ie BBIMOIHSIIOTCS
UMITTAHTAlUN  CEPACYHBIX DJICKTPOHHBIX YCTPOHCTB M
TpDD, NOIKHO BKIOYATh TUAPOQPHUIBHBIE MPOBOTHUKA
JqnuHoi 140-200 cM, MHTpOABIOCEPHI JUIMHON 23-25 cM U
OaJutoHHBIE KareTephl. B psje ciydaes st Je4eHus namy-
€HTOB C OCJIO)KHEHUSIMU TTOCIIE UMILUTAHTALUH CEPJICYHBIX
UMITJIAaHTHPYEMBIX 3JIEKTPOHHBIX YCTPOHCTB HEOOXOANMO
paccMOTpeTh MYJIBTHIMCIMIUTMHAPHBIN TIoixoA. B Hamem
cilyyae BpeMEHHasi OKKJIIO3Ms BEHbI OAJUIOHHBIM KaTeTe-
POM T03BOJIMIIA M30€KaTh KU3HEYTPOXKAIONIEH KPOBOIIO-
TEPU W BBINIOJIHUTH YIINBaHUE Je(EeKTa BEHBI.
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in a patient with persistent atrial fibrillation, that occurred after cryoballoon pulmonary vein ablation procedure.
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Kapaunomuonarust takory6o (KT) mnu crpecc-un-
JYLUUPOBAaHHAS KapAMOMHUOIATHS IPEJCTaBIsIET COOOU
KIIMHUYECKUN CHUHAPOM, XapaKTepHU3YIOLIUICS OCTpoil
TPaH3UTOPHON CHUCTOJIIMYECKOW JUCHYHKIUEH BEPXyIIKH
nesoro xexnynouka (JIXK) Ha hoHe oTHOCUTEIHHO COXpaH-
HOW COKpPaTMMOCTH WM THUIEpKHHe3a 0a3ajbHBIX Cer-
MeHToB. Cunapom Bnepssle onucad B 1990 r. H.T.Sato

© KonnexTtus aBTopos 2022

B SIMOHMM y KCHIIWH, MPEUMYIICCTBCHHO B TIOCTMEHO-
nayze [1]. Cunapom Ha3BaH SIMTOHCKUMH HCCIEAOBaTe-
JIIMU BBHIYy cxokecTu kKoH(purypamuu JIXK B cuctony ¢
(hopMoOii TpaIUIIMOHHOTO SIMIOHCKOTO KYBIIWHA JIJIS JIOBJIA
OCBMHUHOTOB «tako-tsubo». XapakrepHbIMH OCOOCHHO-
CTSIMU 3a00JICBaHUS SBJISICTCS OayUIOHMpPOBaHHAST (opma
JIK, dpopmupyromiasicst 3a cueT akMHE3a BEPXYIIKA H CY-

@)ov 0|
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JKEHHOTO 0a3aJIbHOTO OT/IeNIa 3a CYeT runepkruHesa. 3a 30
JIET C MOMEHTa OIHMCAHUS MIEPBOTO Ciyyasi 3a00JIeBaHMs,
KoJMuecTBO nyoOnmukanuii o 6onbHbIX ¢ KT HeykioHHO
pacTeT, OJJHAKO MEXAHM3MBI €r0 Pa3BUTUSA OCTAIOTCA 10
CHUX ITOpP MaJOU3y4YEHHBIMH.

[TpunsiTO cunTaTh, 4TO HAHOOJIEE YACTHIMHU ITPOBOLIH-
pytommmu (akropamu pazBuths KT SBISIOTCS SIPKO BBI-
PaKeHHBIH SMOIMOHAIBHBIA CTpEeCcC WM Jenpeccust, $u-
3u4eckast 00JIb, TSHKEINIbIe COMaTHUECKUe O0JIE3HH, a TaKKe
pa3Horo poja oneparuBHbie BMelaTenbeTsa [2]. Hanuuue
JTAaHHOM B3aMMOCBSI3U HAIIJIO OTPAaXXCHUE B TAaKUX CHHO-
HUMax 3a00JIeBaHus, KaK CHHJPOM «pa3OMTOro cepama» u
CTpecC-UHIYLUPOBAHHAS KapAHMOMHUOIATHSL.

IIpexopsmuit xapakTep HapyIIEHUN COKPATUTEIbHON
¢yukuun JODK 1 orcyTcTBHE HEOOPATHMOTO MOBPEKICHHUS
MHOKap/ia MepBOHAYaIbHO MpeJIIoaraid O1aronpusiTHBIA
nporuo3 3abosneBanus. OJHAKO MO COBPEMEHHBIM JIaH-
HBIM JUTUTENBHOTO HAOMIOACHUSI U PETUCTPOB CMEPTHOCTD
1 4acToTa ocnoxHeHui B ocTpelil nepuon KT u octporo
xopoHapuaoro cunapoma (OKC) " .
COIIOCTAaBUMBIL. daxropamuy, A~ -
yxyaumatomumu nporsHos KT, sB- |:: e "\r‘ g

JISIFOTCSI BO3PACT, MY)KCKOHM I1071, A
(du3nyeckuii cTpecc, caxapHbId S A=
nuabeT 2 Tuma, KapmiuoreHHei | 7 r
IIOK, CHW)KCHHC (PAKIUU BbI- aVF| i
opoca (®B) [2]. CormacHO KOH-  v1
ceHcycHoMy JokyMeHty mo KT \ .
HanpuMe HapylleHumi putMa | — o
cep/a sIBISIeTCs OTHUM M3 TJIaB- | !

HBIX (DaKTOpOB, ompejesisommx V3
KJIMHUYECKUI MCXOJl ATOTO CHH- '
apoma [3]. Ilo naHHBIM HemaB- ., |

HUX TyOnukarmi Hajauyue ¢Gu- 1 [ESEREEERE TR EREE
opwsinun npeacepanit (PI1) y / ll
Gonbubix ¢ KT moxer BeicTymars — *°

B POJIM HE3aBUCHMOTO TIPEMKTO- e ¥

pa TOCIHUTAILHOW CMEPTHOCTH M V6 |
XyJIIIEro MporHo3a 3a0oseBaHus i
B JIOJITOCPOYHOM miepuose [4, 5].
B nacrosiielt cratbe npeacTas-
JIeH KIIMHUYECKUH Cilyuail pa3Bu-
tust KT y manuenTku nocie mjia-
HOBOW KPHOHM3OJISAIMH JICTOYHBIX
BEH IO IOBOJAY MEPCUCTUPYIO-
et popmbr OIL.

Tlayuenmxka I1. 66 1em no-
cmynuna 6 CmayuoHap ¢ Hcano-
bamu Ha NPUCTTYNbL Y4AUEHHO20
HepUmMMuyHo2o  cepoyeouens,
CONPOBOINCOAIOUWUECS, BLIPAIICEH-
HOU 00bLUUKOU U cnabocmbio. M3
aHaMHe3d U3BECHHO, YMO Npu-
cmynvl  HepUMMUYHO20 — cepo-
yebuenus cmaiu B03HUKAMb C
2016 200a u s67131UCb NOBOOOM
0151 HEOOHOKPAMHBIX  MeOUKA-
MEHMO3HBIX ~ KapOUosepcull ¢
UCNONL306AHUEM — AMUOOAPOHA.
B rauecmee npogpunaxmuuecrou
AHMUAPUMMUYECKOU — mepanuu

CASE REPORTS

0e3 3HAUUMO20 KIUHUYECKO20 dPekma HAZHaA1acs aind-
nunuH, nponagenon u ouconponon. C 2019 2o0a 6onvras
npuHuMana amuodapor 6 0ose 200 me/cym ¢ nonocu-
menvhbiM dppexmom. Oonako uepes 1,5 200a 6vin dua-
CHOCMUPOBAH AYMOUMYHHbLIL MUPeououm ¢ y3nooopazo-
8aHUeM, aAMUOOAPOH-UHOYYUPOBAHHBIL MUPEOMOKCUKO3,
npenapam 6vi1 ommenen. Ilposoounace mepanus npeo-
HU30JIOHOM, MUAMA30JI0M ¢ NOCIeVIoujeti HopMatuzayuen
VPOGHSL MUPEOMPONHO2O 20PMOHA U CB0OOOHO20 MUPO-
KcuHna 6 meuenue 6 mecayee aHmumupeouoHou mepanui.
Yyumoeieass cumnmomnoe meuenue @I1 (EHRA 111 6anna),
HeaphexmueHocms MeOUKAMEHMO3HOU aHmuapummuye-
CKOU mepanuu u pazeumue nobounvix spghexmos na ghone
npuema anmuapumMUYecKux npenapamos, NayueHmie
ObLIO NOKA3AHO NPOGEDeHIe UHMEPBEHYUOHHO2O TeYEHUs. -
KPUOUZONAYUU TIE2OUHBIX BEH.

B x00e npedonepayuonnozo obcredosanus gvissie-
Hbl Qucaunudemusi (yposeHb obujeco xonecmepuna 6,93
mmonv/n, JITHII - 4,87 mmonv/n, JIIIBII - 1,45 mmonv/n),

0 , vi : L RS
w7, ~f I
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TR
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Puc. 1. KT nayuenmxu IL.: a - npu nocmynienuu ¢ cmayuoHap; 6 - Ha 6mo-

pule cymKu nocie oannonnou kpuoaonayuu JIB (na ghone cunycosozo pumma c
YCC=78 yo/mun evinenena unsepcusn 3youoe T 6 omeeoenusx I, I1, aVL, aVF,
VI-V6, yonunenue unmepeana QTc 0o 540 mc); 6 - na cedbmule cymku nocie Kpuo-
aonayuu JIB (coxpanaemcsa uneepcus 3yoyoe T 6 omeeoenusx I, I1, VI-V6 menv-
wiell amnaumyosl yem Ha émopule cymku, ykopouenue unmepeana QTc 0o 470 mc).

Puc. 2. /leyxmepnaa IxoKI nayuenmxu Il. nocne 6annonnoi kpuoabnayuu
(6vis1671€H1AR 30HA OUCKUHE3UU (OMMEUeHa CIPeKAMIL) COOMEEMCMEyen 6epxy-
weunvim ceemenmam JIJK co cmoponst 6cex e2o cmenok ¢ evlparcennoit oegop-
mavuei nonocmu JIK, zunepkunezom 6azanpHvix cezmenmos): a- 06yxXKamepnas
nosuyus ¢ eepxyuiedHom oocmyne, cucmona JIK; o - 0gyxxamepnasa no3uyus 6
eepxyuieunom oocmyne, ouacmona JIK.
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KIIMHUYECKUWE HABJIIOAEHU A

a makoice CYOKAUHUYECKUT MEOUKAMEHMO3HBIL SUNOMU-
peos (mupeomponnulii 2opmon 7,6 MmME/mn, c60600Hb1Il
Mupokcun 6 Hopme) Ha pone npuema muamasona. Ha
anexmpoxapouoepamme (OKI) npu nocmynienuu 3ape-
SUCMPUPOBAH CUHYCOBBLIL PUMM € YACMOMOU CepOeyHbIX
coxkpawernuti (4YCC) 60 yO 6 mun, omrjioHeHUe dNeKmpu-
yecKas 0Cb cepoya OMKIOHEHA 61e6o, O1oKada nepeonell
6emesu n1e6oll Hodcku nyuka 1uca, namonocuueckux uzme-
nenuti ceemenma ST-T ne eviseneno (puc. 1).

Ilo OanHbiM  MPAHCMOPAKATLHOU  IXOKAPOUOPA-
¢uu (OxoKT') nesoe npedcepoue ne pacuwupero (nepedrne-
3a0nul pazmep 4,0 cm, obvem 58 mn), unoekc obwvema
neozo npedcepoust 30,9 mu/m’, cokpamumocmo JDK co-
Xpanena, 301 HapyuwieHus 10Ka1bHou cokpamumocmu JDK
He BbIAGIEHO, NPUSHAKOS 1€20UHOU cUNEePMeH3UU U NOGbl-
WeHUs YeHmpanbHo20 6EHO3HO20 OUGLEHUsL HE GbIABILEHO.
Ilpu nocmynnenuu 6 cmayuonap OOILHAS NPUHUMANA
anuxcaban 10 me/cym, amopeacmamun 20 me/cym, mua-
maszon 10 me/cym. Bovin cpopmynuposan npedsapumenvHulil
Oouaenos «Hapywenue pumma cepoya: nepcucmupyrowas
Gopma DI1, maxucucmonuueckuti apuanm. Aymoummyn-
HbLL MUpeououm ¢ y3n000pasosanuem, MeOuKamenmos-
HbLUL CYOKTUHUYECKULL 2UNOMUPEO3) .

921-71-4018
9 -bbvember-1954 F
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Kpuoaobnayus (uzonayus) nezounvix éen

Yuumuisas nanuuue noxazanuii, 6onvbHOU 8bINOIHEHA
Kpuoabnrayus ne2ounvix een (J/IB) [6]. Bmewamenscmeo
1POBOOUNIOCHL NOCTE NPeO8aAPUMENbHOU ce0ayuu CUbA30HOM
5 me u npomedonom 20 me 00HOKpamHo, npu npumMeHeHuu
KOMOUHUPOBAHHOU anecme3u ¢ OONIIOCHbIM 6/8 66e0eHUeM
nponogona u 3HOOMpPaxeanbHO20 HAPKO3d. J]8axcobl nyH-
Kmuposana npasas 6eopennas eena. 1100 ¢moopockonu-
YecKUM KOHMPOeM 8 KOPOHAPHbILL CUHYC YCMAHO8eH Oud-
2SHOCMUYeCKULl MHO2ONOMIOCHBIL NIeKMpPOoO, OOCHYN 8 Jlegoe
npeocepoue BbINOIHEH NOCPEOCEOM NYHKYUL MEICNPeo-
CepoOHOll nepe2opooKy No0 KOHMPOTLeM Upecnuiyed00HOl
OxoKI' Ilpu nposedenuu xapmuposanus JIB ¢ ucnonvsosa-
HUeM YUPKVIAPHO20 MHO20NONIOCHO20 3NeKmpood NomeH-
yuanwvt JIB 3apecucmpuposanvi 6o écex JIB. B anmpanvhoii
yacmu Kadicoou uz JIB evinonnena abnayusi Kpuooaiionom
OOHOKpAmHo ¢ OIUmMenbHocmvio 8o3oeticmsus no 240 ce-
KVHO U OoCmudicenuem memnepamypul 8 npeoeiax om -40
00 -55 °C. C yenvio npedynpesicoenust Xon0008020 NOBPEIC-
Oenust uHHepsayuu ouappazmvl, 6030elcmsusi 6 0o1acmu
npasvix JIB nposoounuce noo KOHMpoiem CMUMYIAYUU
n.phrenicus. Ilocne kpuouzonayuu npu NOGMOPHOM Kap-
MUPOBAHUY NOOMBEPAHCOEHBL NPUSHAKU u3onayuu ecex JIB
(610K 6X00a U 8HIXO0A UMNYTLCA).
B xo0e scezo emewamenvscmesa c
UCNOTb306AHUEM  6/8  2enapuna
N000ePIHCUBANACH  2UNOKOA2Y IS~
yus noo KOHMpoReM 6pemMeHU
AKMUBUPOBAHHO20 CEEPMbIBANUS
He mernee 350 cexyHo.

Ilocne oxonuanus onepa-
MUBHO20 8Meamenscmsea 0oib-
Has 8 2eMOOUHAMUYECKU Cma-

28-May-2021 17:39:49

Puc. 3. Koponapoanzuozpagus nayuenmxu Il. nocne 6annonnoit Kpuoabnayuu,
onpedensemcs oughhysnoe amepockiepomuyeckoe nopaiicenue KOpoHapHozo pyc-
a: a - nepeonAA Hucxooauwaa apmepusa cmenozuposana na 50% é ycmeoe, na 60%
6 npoxcumanvrom ceemenme, na 70% 6 cpednem cezmenme apmepuu, 02udarOuian
apmepus CMeHo3UPOBAHA 6 NPOKCUMATIbHOU mpemu 00 60% (npasas kayoanvHas
npoeKuls); 0 - 6 RPOKCUMATILHOM Ce2MeHme RPAGoil KOPOHAPHOIL apmepuu psao
cmeno306 c cyxcenuem 00 70%, 6 cpeonem ceemenme cmenosuposana na 40%, ¢
OuUCmanbHOM ceemenme cmeno3uposana na 65-70% (neeas kayoanvnas npoexyus).

Puc. 4. Ilpumenenue mexnonozuu cneki-mpeKunz IxXokapouozpaguu ¢ oyenkoi
Kpuewlx u noxkazameneii npooonvHoll degopmayuu muokapoa ¢ 17 ceemenmax, max-
CUMATbHOIL cUCmOoNuuecKkoll oeghopmanyuu 0na Kkaxicoozo uz 17 ceemenmos JIK 6 suoe
«Oblubezo 2nazay: a - oueHKa nokazameneil Ha 4-e cymku nocie 6annoOHHON Kpuo-
aonauyuu JIB (3nauumenvHoe cHUiICeHUE Ce2MEHMAPHOIl RPOOOIbHOU dehopmanuu

6 oonacmu eéepxywixku JUK co cmoponsl écex ee cmenok, munuunasn 011 GnuKaabHoul
dopmut KT, GLPS avg -10,9%); 6 - 6 ounamuxe uepes 1 mecay nocne 6annonnoi
Kpuoaonayuu JIB (onpedenaenmca A6Hoe ymenvuieHue 30Hbl CHUMCEHUSA Ce2MeHmap-
HOUl npooonbHoil dehopmauuu 6 oonacmu eepxywiku JUK, GLPS avg -16,4%).

BECTHUK APUTMOJIOI'MU, Ne 1 (107), 2022

OunbHOM COCMOAHUU Nepesedena
6 nanamy UHmMeHCUgHo20 HaobII0-
oenus (IIMH), 20e nabnooanacey
6 meuenue 24 uacos. Cpa3zy npu
nepesooe ¢ IIHH y b6onvrot om-
Meyancs ymepeHHvliil  001e6ol
CUHOPOM 8 2PYOHOLL KlemKe, VCUl-
ausaiowutics Ha 1esom 60xy. O0-
Haxo, Ha cuamot uepes 10 murym
om Hauana 601e6020 cuHopoma
OKTI" uwemuueckoll OUHAMUKU 8
sude anesayuu / denpeccuu cez-
menma ST-T ne onpedensinoce.
Ilo oannvim 08yxmepnou npu-
kposamuou IOxoKI' 6 ycnosusx
IIHH cHudicenuss 10KanbHOU U
anobanvrou cokpamumocmu JOK
ne eviaeneno. bonesoi cunopom
YACMUYHO KYRUPOBAH Hecmepo-
UOHBIMU  NPOMUBOBOCNAIUMETb-
HbLMU NPEenapamami.

Ha ympo emopwix cymox
nocie onepayuu y O0abHOU CO-
XPAHANUCDH 8bIUIEYKA3AHHBIE HCA-
106w1. Ilo oannvim OKI 3apeeu-
cmpuposana umeepcus  3yoyos
T 6 omeeoenusx I, II, aVL, aVEF
VI-V6, yonunmenue unmepeana
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QTc 00 540 mc. (puc. 1). 1o dannvim osyxmeproti IxoKI
Ha Ympo 6Mopwix CYMOK NOCILEe ONepayuu Omme4eHo noss-
JleHUe 30Hbl OUCKUHe3Ul ¢ deghopmayueti 8 oonacmu eepxy-
weunvix ceemenmos JIK ¢ oOnoepemennvim euneprune3om
basanvuwix u cpeonux ceemenmos JIK, chusicenue @B JDK
00 42-43%. (puc. 2). B ananuzax xposu szapecucmpupo-
6aHo ymepenroe nogviuiernue mponowura T 0o 821 ne/mn,
C-peaxmuerozo denxa 00 97 me/n, JII 00 422 Eo/n.

Vuumuwieas Oonesou cunopom, uanuuue nomenyu-
AbHBIX PAKMOPOE pUcKa uuemMuyeckoll bonesnu cepoyd,
ougppepenyuanvroco OuacHo3a U UCKIIOUEHUS OCMPO2O
Muokapouanvro2o nogpedxcoenusi npu OKC u susyanusayuu
KOPOHAPHO20 COCYOUCTIO20 PYCla GbINOIHEHA KOPOHAPOUH-
euoepagpusi (KAT'). B xooe KAI” svisignenvl «noepanuurvley
cmeHo3bl KopoHaphvlx apmepuii. 70% cmeno3 nepeowetl
Hucxooaweu apmepuu, 70% cmeno3 npasori KOPOHAPHOU
apmepuu, 60% cmenos ocubaroweii apmepuu (puc. 3).

Ipunumas 6o snumanue usmenenus na IKI (uneep-
cust 3y0yo6 T 60 6cex epyOHbIX OmeedeHuUsX), Xxapakmep-
Hyto 0egpopmayuio JDK 6 cucmony (anuxanvhoe «6aiioHu-
posanue» JDK 6 couemanuu ¢ eunepkunezom 6a3anbHuIxX
omoenos) no dawnvim IxoKI, necoomsemcmsue ameuo-
epaguuecxoii u IxoKI” kapmunvl (omcymemeusi 06cmpyk-
MUBHO20 NOPAICEHUsL U MPOMOO3A KOPOHAPHO2O DYCd)
ObLL YCmMaHoGieH OUasHo3 KapOUOMUONAMUYU MAaKoyyoo
AnuUKAIbHO2O MuUnNA.

Ipu Oanvuetiwem Ounamuyeckom HaAOIOOEHUU 3a
OOMbLHOLU COCMOsIHUE OCMABANIOCH 2eMOOUHAMUYECKU CA-
ounvrvim. Coxpansines cunycoswvi pumm ¢ 4CC 65-80 yo/
mun, Al ocmasanoce 6 npedenax 100-110/60-70 mm pm.cm,
NPUBHAKO8 HEOOCIAMOYHOCIU KPOBOODpauenus He ObLio.
Yposenv mozeo6020 nampuitypemuueckozo nenmuda co-
cmasun 118,6 ne/mn. Ipu xonmeposckom MOHUMOPUPOsa-
nuu KT cunycosvlii pumm co cpedneil / MakcumaioHou /
munumanvror YCC paenou 78 / 99 / 68 yo/mumn., napyuwie-
HULl pumma u npoeooumocmu He evisigieno. Ha 3-u cymku
¥ 601bHOU NOTHOCMBIO pecpeccuposal DONEEOL CUHOPOM 6
epyonoi knemxe. Ilpu danvuetiwen pecucmpayuu IKI om-
MeHeHO CHUdICeHUe aMNAUMyObl UHBEPMUPOBAHHBIX 3Y0L06
T, unmepean QTc cocmasun 470 mc (puc. 1).

Ha 4-e cymxu ocmpoeo nepuooa paszsumusi KT evl-
noanena noemopuas OxoKI, 20e eviasnena nonodcumens-
Hasl OUHAMUKA 6 8UOe yMeHbulenust 30Hbl acunepeuu JIK,
yeenuuenue paxyuu eviopoca JDK ¢ 42 0o 51%. B cessu ¢
YUPKYISPHLIM XAPAKMEPOM HAPVUEHUsL TOKATbHOU COKPA-
MUMOCMU NpogedeHa OyeHKa nokasamenel OUCCUHXPOHUU
u Oepopmayuu MUoKapoa npu UCHONb308AHUU TMEXHONOSUU
cnexn-mpexune IxoKI™ (Speckle Tracking Imaging) [7]. Ilo
OaHHbIM Memo0a BbIAGIEHO CHUdICEHUE UHOEKCA 2l100a1b-
Hou npodonvhou degpopmayuu (Global Longitudinal Strain
Average-GLPS Avg) 0o -10,9% (nopma -21,6%2,3%) (puc. 4).

B omoenenuu npodondicena anmuxoazyisinmunas me-
panus anuxcabanom 10 me/cym, ckoppekmuposana unonu-
nuoemuueckas mepanusi amopeacmamunom 0o 40 me/cym.
B kauecmee namoeenemuuecxou mepanuu KT naznauenvi
UHSUOUMOPbL  AHSUOMEH3UHNPESPALYaoue2o  (hepmenma.
bonvhas evinucana 6 y0081emeOpUMeEnIbHOM COCMOSTHUU
Ha 7-e cymku nocie Kpuouzonsyuu JIB ¢ pexomenoayusimu
npuema GblueyKA3aHHbIX 1EeKAPCMBEHHBIX NPENapamos.

Cnycms 1 mecay evinornena nosmophasn 9xoKI, no
dannvim komopou @B JUK nopmanuzosanacey 0o 60%, om-

CASE REPORTS

CYymemeo8anu 30Hbl HAPYWEHUS TOKATbHOU COKPAMUMO-
cmu muoxapoa JUK. I1o dannvim ucciedosanus makdice He
8bISIBNICHO PACWUPEHUS NOOCIeEl cepOyd U NPU3HAKOG Jle-
eounou eunepmensuu. Ilo oanuvim cnexn-mpexune IxoKI”
ommeyeno yuyuuienue 0ehopMayuoHHbIX CEOUCE MUO-
xapoa JUK, noxazamenv GLPS Avg cocmaeun -16,4 % (puc
4). I[Ipunumas 6o enumanue svisgiennvie npu KAI' cmeno-
3bl KOPOHAPHBIX apMeEPUll, ¢ Yeblo UCKIIOYEHUsl CKPbIMOLL
uwemuu Muoxkapoa 6oavHou evinoanena cmpecc-2IxoKI ¢
OmpuyamenvbHLLM pe3yibmamom. B meuenue nocneoyio-
wux 6 mecsiyes HAOMOOeHUs: NPUCHYNbL cepoyeOUeHust He
peyuousuposanu. Ilpu nogmopuvix cymounvix MOHUMopU-
posanusax yepes 3 u 6 mecayes HapyweHuil pumma u npo-
B00UMOCU 3APESUCTPUPOBAHO HE ObLIO.

OBCYXJIEHHUE

HaxorieHHbBIC 33 MOCJCIHKME JECATUICTHS JTaHHbIC
o teueHnu KT mo3BONSIOT CBOEBPEMEHHO BEISBIIATH 3200-
JIEBaHME U €ro MOTCHIINAIbHEIC OCI0KHEHUs. [10 TaHHBIM
perucTpa HabmoneHus 3a 3265 manueHToB, y 1% marmeH-
TOB, SKCTPEHHO IMOCTYIAIONINX B CTAIIHOHAD C THATHO30M
OKC, obnapyxuBaercs KT. Ha ocHOBaHNHM 0a3bl TaHHBIX
US Nationwide Inpatient Sample database nmomasisromee
O6onpHCTBO O0NBHBIX KT cocTaBisroT »keHImuHb (5,2
Ha 100 000 >xermrun npotus 0,6 Ha 100 000 myxunH) [§].

OcuoBHble nuarHoctudeckue kputepun KT, chop-
MynupoBaHble crienanucraMu Mayo Clinic B 2008 romy,
B IIOCJICAYIOIEM OBUIA HEOTHOKPATHO HOTOIHEHBI U Tie-
pecmotpens! [9]. CormacHO KOHCEHCYCHOMY IOKYyMEHTY,
MpeIoKeHHOMY EBpormelickuM 00IIecTBOM KapIHoIOTOB
B 2018 romy, [Ist MOCTaHOBKH JWAarHO3a OBLTH BEIICICHBI
CIeyIolre auarHocTuaeckne kpurepuu [3]: 1) Tpan3u-
TOpHAsT TUCPYHKIMS (THITOKMHE3, aKWHE3 WIN JTUCKUHE3)
JDK B anmuKaJbHBIX WA CPETHUX CETMEHTaX, HE COOTBET-
CTBYIOIIIast 30HE KPOBOCHAOKCHHS OTHOW KOPOHAPHOM ap-
TEPHH, 9aCTO MPUBOIAMIAS K UPKYISIPHBIM U3MCHEHUSIM
cermenToB JDK; 2) mpeamecTByromuiit GpusmdecKkuii nim
AMOIIMOHANBHBIA CTpecc (HeoOs3aTeNnbHOe yciIoBue); 3)
3HAYNMOE TTOpaKeHHE KOPOHAPHBIX apTepUil HE MPOTHBO-
peunt Hammumio KT; 4) m3menenns Ha OKI B Buse ameBa-
un / camkeHns cermenta ST, naBepcun 3yomoB T, ymmu-
HeHus uHTEpBana QTc B ocTpom mepuose 3a001eBaHus; 5)
YMEpEHHOE IMOBBINICHUE TPONIOHUHA, TIOBBIIICHUE YPOBHS
HATPUITypPETUIECKOTO TIETITHIA B IIa3Me; 6) OTCYTCTBHE
JAHHBIX 32 WHQEKIMOHHBIA MHOKAPIUT; 7) TpEHMYyIIe-
CTBCHHAsI BCTPEYAEMOCTh Y KEHIIUH B TIOCTMEHOTAY3¢; §)
BOCCTaHOBIIeHHE cuctonnaeckort ¢pyuknuu JOK mpu Buzy-
aNHM3alny cepala B THHAMUKE.

Mo cux nop ocraercst HesiICHbIM, siBisieTcs a1 KT nc-
KITIOUUTEITFHO CEPIICUYHO-COCYANCTEIM 3a0oeBaHueM. Y
cymectBeHHOU onu 6onbHBIX ¢ KT BBIABIACTCS BHEKAp-
QUaNbHas TaTOJIOTHS, B YAaCTHOCTH, (PEOXPOMOITUTOMA U
OCTpHBIC iepeOpatbHbIe HapyIIeHUs. Takke MPOBOIMMEIC
paHee orepaTHBHBIC BMEIIATEIHCTBA MIIH BBEICHUE CHM-
MMaTOMAMETHKOB, BBICTyTArOIIHe B kadecTBe Tpurrepa KT,
MTO3BOJISTFIOT MIPEIIIONIAraTh TONIUMAaTOTCHETHICSCKUN XapaK-
Tep 3aboneBanus 3, 10].

[TornMaHme MaTOTeHETHYSCKUX MEXaHU3MOB Pa3BU-
tus KT ocHOBaHO Ha psijie THIIOTE3, a IMEIOIITHECS MOIX0-
IIBI K JICYCHHUIO CHHPOMA HE ITOITBEPKICHBI PaHIOMHU3U-
POBaHHBIMH HCCIICAOBAaHUAMHI. Hanmndre sMOIIMOHATFHOTO
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wm Qusnyeckoro crpecca, kak tpurrepa KT, sBuioch
OCHOBOM THUIOTE3bI O IEHTPAIBHON POJIM KAaTEeXOJaMHUHOB
B pa3BuTHe cuHapoma [10]. AxkTHBanus CUMIATHYECKOM
HEPBHOM CHUCTEMBI MOXKET MPUBOAUTH K CIIa3My KOpPOHap-
HBIX apTepri U TUCHYHKINMH MUKPOLUPKYISTOPHOTO PyC-
na. XapakrepHas popma JIK mpu KT, MokeT 00bsICHATHCS
Pa3IMYHOM TUIOTHOCTBIO OeTa-aApeHopenenTopoB B 00a-
CTH ee BEepXYyLIKH 1 0a3abHBIX OT/e0B. [Ipu ctumynsiun
KaTexoJlaMHHaMH 0eTa-aJlpeHOPELEeNnTOPOB BO3HUKAET OT-
pHLaTENbHBIH HHOTPOIHBIA 3(h(eKT, ToKanbHas THOepHa-
sl ¥ IMCQYHKINS MUOKap/a, KOTopast B IOCIIETyIOIIEM
MOJTHOCTBIO BOCCT@HABJIMBACTCS B TEUCHHUE HECKOJIBKUX
Heneab uin Mecsites [11].

Hecmotpst Ha TpaH3uTOpHBIE HapylIeHUsT QyHKINN
JIK nmpu KT, cymiecTByeT pucK pa3BUTHS CEpbE3HBIX U,
B TOM 4YHCJE, )KU3HEYTPOXKAIOUMX OCIOKHEHUH. CTouT
OTMETHTB, YTO MCXOAHOE MPEJCTABICHUE O OJIArONpPHSIT-
HoM TtedyeHun KT He HalLIo0 MOATBEPKICHHE B PSJIE PETH-
CTPOB ¥ HccienoBaHnii. CMEpPTHOCTh OOJNIBHBIX B OCTPOM
nepuone KT anHasornyHa cMEpTHOCTH IPHU OCTPOM HH-
(dbapkTe MHOKapaa U cocTaBiseT 5,6% B TEUCHHE rojia
Habmonenus [2]. IToTeHIMaIbHO OMACHBIMH OCIIOKHE-
nusimu KT siBistitores kapauoreHHsiit mox (10 10% ciy-
yae), Tpom603 JDK, oOcTpyKiusi BBIHOCSIIETO TpakTa
JOK, paszpeiB ctenok JDK [12, 13]. 3apeructpupoBaHbl
KU3HEYTPOXKAIOIIE HApyIICHUS pUTMa ceplua, BKIO-
yasi KEJIyIOYKOBYIO0 Taxukapauio no tumy Torsade de
Pointes (TdP) n ¢pubpmnisinmio emymao4koB, BO3HUKAO-
e y 3,4-9% mnamuentoB B octpoit dasze KT. Hepenko
Habironaercst ynnenue narepsana QTc 6onee 500 mc
B TEUEHHE HECKOJBbKHX JHEH (YTO UMENI0 MECTO y Hamleh
OOJIbHOI), TaKKe 3HAYUTENILHO YBEIMYHMBAIOLIEE PHUCK
pa3BUTHS yKa3aHHBIX apuT™Muii [14].

Bonbuble ¢ KT mpenpacnonoxkeHs! HE TOJIBKO K XKey-
JIOYKOBBIM TaXMapUTMUSIM, HO ¥ K CYNpPaBEHTPUKYJISIPHBIM
HapyuieHusiM putMa. Pacripocrpanennocts ®I1 y GonmbHBIX
KT cocrasnser ot 5 10 25%. I1o 1aHHBIM PeTPOCTIEKTHBHOTO
anamza .El-Battrawy et al. (2017) 6onmbubix ¢ KT, ®IT ac-
COLIMMPOBAJIACH C TIOBBILIIEHNEM PUCKA BHYTPUTOCITUTAILHON
CMEpPTHOCTH U SIBIIUIACH XYALIUM JIOITOCPOYHBIM ITPEIUK-
TOPOM HEOJArONpHATHOrO Mcxozia 3aboneBanus [4]. bomee
Toro, ®@I1 yBenmuumBaeT pUCK Pa3BUTHUsI OCTPOH cepAeuHOi
HEJIOCTATOYHOCTH U TPOMOOIMOOIMYCCKUX COOBITHIA, YTO
0oJ1ee BBIPQKEHO Y TAIIMEHTOB C TMIO- M aKHMHE3UeH CTEHOK
JIK mpu KT. Cxoxune mporHOCTHYECKHE pe3yibTarhl ObUIH
nonyuensl B padore L.Jesel et al. (2019), rze 6110 MoKazaHo,
YTO MapKepbl MOBPEKICHUS MHOKap/ia U CHCTEMHOIO BOC-
nanuTensHoro oreera (C-peakThBHOro Oesnka, TporoHuHa I,
BNP) y 6onbHbIX ¢ DI 10CTOBEpPHO Uallle SBISUTUCH HE3aBHU-
CHMBIMH TIPEIUKTOPaMH CEP/ICYHO-COCYANCTOH CMEPTHOCTH
y 6ombHbIX KT. Takum 00pazom, NoiyueHHbIE JaHHBIE MOTYT
yKa3bIBaTh Ha 3HAYMMYIO pOJIb BocmiajieHus B pa3Butun OI1
B xoropte 6onbHbIX ¢ KT [15]. ¥V 10-29% 6ompHbIX ¢ KT
BBISBIIICTCS MIIEMUYecKass Oone3Hb cepaua [16]. Takum
00pa3oM, HaJIMYUE CTCHO3MPYIOIIETO MOPAKEHUSI KOpPO-
HapHBIX apTepuil He uckimouaet auarHo3 KT y manuenra.

Onpenensiemas npu OxoKI' mupkynspHast cuctonu-
yeckast aucyHnkims JIXK B Buie anukanbHOroO «0aioHu-
poBanus» Bepxywiku JIXK, He cooTBercTByOIIas 30HaM
KOopoHapHOro KpoBocHaOkenust JOK, B coderanuu ¢ ru-
MEPKUHE30M 0a3ajbHBIX CErMEHTOB, SIBIISIETCS HambOolee
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XapaKkTepHBIM MPU3HAKOM, MO3BOJSAIOMIMM OTIHYUTE KT
ot OKC u npyrux 3aboneBanuii. JlanHble HapyIIEHUS JIO-
KaJabHOH cokxpatuMocTy JDK BBIABISAIOTCA HE TOJBKO MPU
nByxmepHoit 9xoKI, Ho 0cOOEHHO OTYETIMBO MOTYT OBITH
npesicTaBiaeHsl pu oneHke aedopmanyn JOK ¢ ucnonszo-
BaHHEM TEXHOJIOTHH CIIEKJI-TPEKUHT U ONpeeIeHUEM JTU-
arpamm JIK no tuny «Obrubero rasay [7, 17]. B octpsrit
nepuon KT taxoil mUpKyISIpHBIA XapakTep HapylIeHHH
JokanbHOM cokparuMocTy JDK yare Bcero compoBoxia-
€TCsl 3HAUUMBIM CHIDKCHHEM PETHOHATBHOM MPOJO0NbHOM
JnedopManuy OT OCHOBAaHUS B HANPABICHUU K BEPXYIIKE
JIK, tne onpenenstorcst HanbobIve uaMeHenus [17].

BakHbIMU METOIaMU THATHOCTUKHU TaKXKe SIBIISIOTCS
KAI' 1 MarHuTHO-pe30HAHCHAs TOMOTpadus ¢ KOHTPACT-
HbIM ycuneHueM. KAI mo3BonsieT MCKIIOYUTH HaIUuue
TpoMOO03a MM «OCJIOKHEHHOM» OJISIIKK KOPOHAPHBIX ap-
tepuil. [Ipn MarHUTHO-pe30HAaHCHOW TOMOrpaduH ¢ KOH-
TpacTHupoBaHueM Bo3MokHO omnunTh KT B octpoii daze
OT Pa3BUTUS MUOKapAUTA.

B peanpHOIl npakTHKe Y MHOTMX HAllUEHTOB HEBO3-
MOKHO TOJHOCTBIO HckitounTh OKC no ganubiM 9x0-KTT
n KA, B 4acTHOCTH, Y KIMHUYECKH CTAOMIBHBIX OOJIBbHBIX
¢ KT u orcyrcrBuem anesanuu cermenta ST-T. EBpomneii-
CKUM 001IecTBOM Kapauoiioros B 2018 romy mpemioxeHa
mkana InterTAK diagnostic score, mo3Bosnsitonias ¢ BbICO-
Koit crienmduuHOCTBIO onTBepaAnTh auarHo3 KT u omnpe-
JIeIUTH METOJ1 BU3YyaIn3alliu KOpoHapHoro pycna [3]. Y Ha-
11eit OOJILHOM MO JIaHHBIM YKa3aHHOW IIKAJIbl ONPe/IeIIsIcs
npoMexyTouHblii puck BepositHocti KT (56 6amnos), uro
TaKXke SBJISUIOCh OCHOBaHMEM K npoezeHHo KAT.

OcunoBHbIMU TIOAIXOMaMK K Jiedenuto KT B octpom
MEPUOJIE SBJIAIOTCS CBOEBPEMEHHAsI TUArHOCTUKA U Mpe-
OTBpallleHHE TOTEHIIHAILHO OMACHBIX OcIoKHeHUH. OcTa-
€TCsl HEPELIEHHBIM BOMPOC O JIOJITOCPOYHON MeAuKaMeH-
to3Hoi Tepanuu KT, Bnusromeld Ha TeUeHHE W MPOTHO3
3abosieBaHus. VIMEIOTCS TaHHBIE O MOJIOKUTEIBHOM BITHSI-
HUM WHIHOMTOPOB aHTMOTEH3MHIpEBpAIaronero ¢ep-
MEHTa ¥ aHTarOHUCTOB PELENTOPOB aHrHoTreH3uHa Il Ha
nporao3 KT B Teuenue 1 roma 70 MOMEHTa BOCCTaHOBJIE-
nust pynkoun JIK [2].

Ucxoanoe onucanue KT kak «cTpecc-uHAyIIpOBaH-
Hash KapIUOMHUOMATHS MPEATOarajgo BO3MOXKHOE y4acTHe
Oera-ajipeHepruYecKoil CUCTEMbI B Pa3BUTHH CHHIpoMa. B
HKCTIEPUMEHTAIBHBIX MOJEISIX CepAlla eX Vivo OOJIbHBIX
KT, Obuta mokasaHa noBbIIIEHHas! OeTa-aapeHepruyecKas
AKTUBHOCTb Kap/INOMUOLIUTOB B OTBET Ha BO3/ICHCTBHE Ka-
texoiamuHoB [ 10]. Ha ocHOBaHUYM TaHHOM paOOTHI BBIIBU-
HYTBI IPEANOI0KEHUS 0 BO3MOKHON MOJIB3bI OT Ha3Haue-
Hust 6eta-OmokaropoB 6onpHBIM KT. OnHako, 1o 1aHHBIM
peructpa InterTAK 60% 6onbpubIx ¢ peruauBamu KT mo-
ny4aian 0eTa-0J0KaTopbl, U MPEeUMyIIeCTBeHHO [ 1-criernu-
¢uunble. Takke He OBUIO MOJTYYEHO JaHHBIX O BIUSHUU
Oera-0okaropoB Ha cMepTHOCTh 00bHBIX ¢ KT. [Toatomy
PYTHHHOE Ha3HAYEHHUE JAHHBIX MPENaparoB ¢ LENbIO MPO-
¢dunaxruku peunaneos KT He nenecoo6paszHo [2, 18].

PaccMoTpeHHbI HaMU KITMHUYECKUH clTydaill IEMOH-
CTpUpyeT BakHOCTb paHHell nuarHoctuku KT, pas3Bus-
nieicss B MOCIEONepallMoHHOM TEePHOAE MOCHIe KPUOU30-
nsumu JIB v uckimioueHns: HeoOpaTUMOro MOBPEXKICHHS
muokapaa npu OKC. Tlo ganHbIM IUTEpaTyphl BCTpEUaeT-
cs umib 2 cnydas passutus KT nocne kpuounsonsiuuu JIB
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[19, 20]. B onrcanHOM HaMU KIMHUYECKOM Ciydae mpe-
crasneHo pasButue KT mocne BMemaTenscTBa o NoBOLY
nepcuctupyrouieid @I B coderaHuu ¢ pacrnpocTpaHEH-
HBIM aTEPOCKJIEPOTHUUYECKUM TIOPAXKEHUEM KOPOHAPHBIX
aprepuil. B3auMOCBS3b C MPOBEIEHHBIM OINEPaTUBHBIM
BMEIIATEeILCTBOM, MaToyiorndyeckue u3MeHeHus Ha OKI,
anmkanbsHas ¢popma muckunesa JOK npu OxoKI sBnsirorest
KJIACCUUECKUMU MpU3HaKaMu 3a0oseBanus. B cBs3u ¢ yi-
nuHenueM uHTepBana QTc makcumanbHo 70 540 Mc y Ha-
el GOJIbHOI TPOBOAMIIOCH HENIPEPHIBHOE MOHHUTOPUPO-

CASE REPORTS

BaHMe puTMma cepaua B yenosusx [TH B octpoii daze KT.
DTO MO3BOJIIO NMPH HEOOXOAUMOCTH KOPPUTHPOBATH I10-
TEHIMAJIbHBIC TPUYMHBI yIuTnHEeHUs uHTepBaia QTc (Opa-
JIMKAP/INIO, TUTIOKAJIMEMHUIO M TUTIOMAarHUEMHIO) C LIENbI0
NpOoQHIAKTUKY KHU3HEYTPOXKAIOIINX apuTMuid. Hecmotpst
Ha OTCYTCTBUE CEPbE3HBIX OCIOKHEHHUH MHposiBUBLICHCA
KT y Hamell nanmeHTKH, NMPOBENCHHAss KPHOOAITIOHHAS
M30JSLUS JIETOYHBIX BEH IO3BOJIMIA IPH IOCIEAYIOUIEM
HaOJIIO/IEHNU U30aBUTH OOJNBHYIO OT CUMIITOMHBIX PEIH-
JquBoB @II 1 ylmyunuTe Ka4ecTBO JKU3HU.
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Fragments of Holter monitoring of a 64-year-old patient with paroxysms of supraventricular tachycardia are presented,
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JuddepeHunanpHas AMarHoCcTHKa CyNnpaBeHTPHKY-
nsapuelx Taxukapauit (CBT) npu npoBeneHUH XONTEpOB-
CKOro MoHHUTOpHpoBaHHs (XM) 3J1eKTpOKapIUOrpaMMbl
MOJKET BBI3bIBAaTh CYILECTBEHHBIE 3aTPyAHEHUS B OTCYT-
CTBHE UETKO PA3JIUUUMBIX BOJH NPEICEPIHON aKTUBHOCTH,
MIPU3HAKOB HAJIMYMS JOTOJHUTEIbHBIX IMyTeH MPOBEICHUS
WIN UCCOLIMAIMN aTPUOBEHTPUKYIIIpHOTO (AB) y3ma Ha
30HBI OBICTPOTO ¥ MEJICHHOTO MpOBeJieHns. Bmecte ¢ Tem,
Hanuuue BoJH P faneko He Bceraa Mo3BoJIseT OTHO3HAYHO

© M.M.Mensenes 2022

onpeaenuts Bua CBT. Ecnu Bonubl P, monoxxurenasHbie B
HUKHUX OTBEJICHUSIX, XapaKTePHBbI Ul MPEACEPAHBIX Ta-
XUKapui, TO MpU HAJIMYUK OTPULATEIBHBIX BOJIH P, Bek-
TOpP KOTOPBIX OPUEHTUPOBAH CHU3Y-BBEPX, B 3aBUCUMOCTH
ot cootHoureHus uHTepBaioB PR u RP, a takxke ot adco-
JIIOTHBIX BEJIMYUH ITHX WHTEPBAJOB BO3MOXKHBI pa3iiny-
Hble Mexanu3mbl CBT.

IIpu BosiBneHuu BoMH P, oTpulaTenbHBIX B OTBE/E-
wusx 11, 1l u aVF, pacrnonoxeHHBIX ONKe K HpebLIyIie-

@)ov 0|
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N30BPAXKEHUA HOMEPA

My Komiuiekcy QRS, yeM k mociemyroiiemy, Mbl CKIOHHBI
paccmarpuare CBT kak mapoKCH3MaibHYIO0 PELUNPOKHYIO
opronpoMHyro AB Taxukapiuio, 00yCIOBICHHYO HATMIUCM
cunipoma WPW. Ho He cTouT 3a0bIBaTh, 4TO TOYHO TAKKE
MOYKET BBIIVISIIETh U MPEACEpAHasl TaXUKapIusi TIpH 3aMe/l-
neHHoM AB mnpoBenennu. OTIMYUTL STH TaxXUKapIuM Ha
ocnoBanuu DKI, 3aperucTpupoBaHHOM Ha «BBICOTE) MAPOK-
CH3Ma, HE pacriosaras 3alicsMH ero BOSHUKHOBEHHS U KyTIH-
pOBaHMs, Ha HAIll B3IVISIL, HE MPEACTABIISIETCS] BO3BMOXKHBIM.
[TonoOHast cuTyarusi CKJIaJbIBACTCS U TIPU HAJHMYUKH
OTPHIIATCIBHBIX BOJH P, pacIOJIOKCHHBIX OJIMKE K I0-
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caenyroniemy komruiekcy QRS, uem k npensiaymemy. B
OOJIBIIMHCTBE CIIy4acB 3a TAKMM HAaTTEPHOM CKpPBIBACTCS
IpejcepaHas Taxukapaus. Bmecrte ¢ Tem, Tak MOXET BbI-
IJISIeTh M MapOKCU3MallbHasl PELUNPOKHAsS OPTOAPOMHAs
AB Ttaxuxapaus, eciu HpPOJOKUTEIBHOCTh HHTEpBaja
RP yBenuuuBaercs u3-3a peTporpagHoro NpoBeJCHUS IO
«MEJJIEHHOMY» JIOTIOJIHUTEIbHOMY ITyTH IIPOBEICHMUSL.
Heobxoxnmo yuutsiBath Takxke u popmy BonH P. Tak
HaJIMuUe Y3KHX (y’Ke CHHYCOBBIX BOJIH P), oTpunarenbHbix
B HIDKHUX OTBEIECHUSX BOJIH P MOXeT CBUICTEILCTBO-
Barh 00 oXxBare mpejcepauii Bo3oyxaeHnem or AB y3na
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Puc. 2. @pazmenm monumopuposanus 3nekmpoxapouozpammol oonvnoii b. 64 nem: npedceponas sxkmonuueckan
AKMUGHOCMb He NPEPbIGACH RAPOKCUSMATbHYIO MAXUKAPOUIo, HO éausem na éenuuuny RR-unmepeanoe.
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Puc. 3. @pazmenm MOHUMOPUPOSAHUA INEKMPOKAPOUOZPAMMbL 601bHOuU b. 64 nem: okonuanue napoxcuzmManbHou

maxuxapduu C 60CCMAHOB/ICHUECM CUHYC06020 pumMda.
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n obneryarb MOCTaHOBKY MPAaBUIIBHOTO JuarHosa. Takue
BOJIHBI P XapakTepHsl A MapoKCU3MaiabHON PEeLUnpoK-
HOW AB y3710BOH Taxukapauu MU Ui NapOKCH3MAJbHOM
pEeLUNpOKHOM aHTHApOMHONH AB Taxukapaus, npu KoTo-
poii BO30Y)XIECHUE pPaACIpPOCTPAHSIETCS aHTEPOrpagHo MO
JIOTIOJTHUTEIBHOMY ITyTH MPOBEIEHHUSI, a peTPOrpaHoO - MO
AB y3ny. Takue xe BoiHbI P MOryT (MKCHpOBaThCS MpH
AB y370BBIX TaXUKapAUsIX U MPEACEPIHBIX TaXUKaApAUIX,
TIPY PacIONIOKEHUH NCTOUHHKA BO30YK/ICHHS B HETTOCPEI-
CTBEHHOM Onu3octu oT AB y3ia.

ITocTaHOBKA KOPPEKTHOTO JUArHo3a CyIIeCTBEHHO
obneruaercs, ecau npu peructpauu DK™ wmu XM DK
Ha ()OHE CHHYCOBOTO PUTMa BBISBIISIIOTCS TPU3HAKH CUH-
npoma WPW unu npusnaku auccounanuu AB y3na Ha
30HBI OBICTPOTO M MEIUICHHOTO npoBeaeHus. Kpurepun
JuarHocTuku cuaapoma WPW xopomro M3BeCTHBI, TOT-
Jla KaKk Mpu3Haku naucconuannu AB y3ma Ha gone cuny-
COBOTO PHTMa BCTPEYAIOTCS HE CTOJb 4acTO M, OOBIYHO,
HHTEepHpeTHpyloTcs: kak AB Orokana mepBoi cTeneHH.
O nucconuanuu AB y3ma roBOpsAT NpU3HAKK 1MO100HBIE
TEM, YTO BBIABISIOTCS IPU MPOrpPaMMUPOBAHHOM 37ek-
TPOKApAMOCTUMYISIIMM B BUJAE pas3pbiBa KpuBoi AB
npoBenenust. Ecin mpu XM OKI' Ha done cuHycoBOTro
puUTMa MBI BUIMM pe3KOe yBEJIW4YeHHE uHTepBajia PQ
Ha 80 mMc u Oojee mpu mepexoje OT OAHOTO KOMIUIEKCa
P-QRS-T x cnexyroiieMy, a 3aTeM CTOJIb K€ PE3KOe ero
YMEHBIIIEHHE MOXKHO 3al003PUTh, YTO 3a0JI0KUPOBAICS
ObIcTpBIl KaHan AB y3na, mpoBeseHHE TPOUCXOHIO 110
MEJJICHHOMY, a 3aT€M BOCCTAHOBHJIOCH HCXOJHOE IOJIO-
KEHHE. DTO MOXKET MOATBEPIKIACHO C TIOMONIBIO rpaduka
nHTepBasa PQ uiu ructorpaMMsl pacipesesieHus: 3Toro
nHTepBana. K coxalieHuto, 3TU OMIUM UMEIOTCA JalIeKO
He Bo Bcex cucreMax XM DKI. Brnpouem, HeoOxomumo
MOYEPKHYTh, YTO HAJIMYME MPU3HAKOB cuHIpomMa WPW
unu aucconuanuu AB y3ia He rapaHTHPYET, YTO MapoK-
cusmbl CBT y GonbHOrO OyayT CBsI3aHBI IMEHHO C 3TUM
APUTMHUYECKUM CyOCTPaTOM.

TeM He MeHee, MOXKHO KOHCTaTHpoBaTh, uTo DKI™ u
XM DKI 1103BOJISIOT B OOJIBIIMHCTBE CITy4aeB ONPEIEIUTh
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xapakrep CBT 6e3 mposenenust DU, a B psje ciydaes
c(hopMHUpPOBATh MPEACTABICHUE O «JETAIIX M MOAPOOHO-
cTax» (mo metrkomy Bblpakenuto E.A.Bepesnoro) amek-
TPOPHU3HOIOTMIECKUX MEXaHH3MOB apuTMuu. Ilostomy
IpejJlaraéM BaM IPOaHaIU3UPOBaTh BECbMa HHTEPECHEIE,
Ha Ham B3Dsi, naHHbie XM OKI wiu ¢pparMeHTsl 3TOM
3aIKCH, NIPE/ICTaBICHHbBIE B 9TOH MyOnukanmu. B ciemyro-
IIEM BBIITyCKe JKypHaJa Oy/IeT NpecTaBieHa Hallla HHTep-
nperanus anexTpodusnonornueckux ocooennocreir CBT,
3apEerUCTPUPOBAHHON B XOJI€ ITOI0O MOHUTOPUPOBAHUSL.

Hawm nmpucnany Ha KOHCYJIBTAIUIO 3aIIHCh TPEXCYTOU-
Horo XM OKT, npoBeieHHOTO B IBEHAALIATH OOLICTIPUHS-
TBIX OTBeICHUsIX OonbHOI b. 64 ner. Ha MmomeHT ananmza
3alMCH Y HAC OTCYTCTBOBaJa Kakas-Tn00 MH(pOpManus o
narueHTke. [lepBoe «3HaKOMCTBO» ¢ MOHUTOPOM He IIpea-
MoJIarajgo 4ero-tT0 HEOOBIYHO, XOTS HEOOXOAMMO Cpasy
OTMETHUTb, YTO COYETaHHE MOCTOSTHHOM AB Onokanb! nep-
BOM ctenenu ¢ mapokcusmamu CBT, nporekaromumu co
CPAaBHUTENILHO HU3KOM 4acTOTOH HE MOIJIO HE HAaBOJIUTH
Ha omnpeneneHHble pasmbliuieHus. OJUH U3 MapoOKCU3MOB
CBT omnnuaiicst TeM, 4To Ha ero oHe oTMeyanach Mpe-
cepAHasl IKTOINMYECKass aKTUBHOCTb, HE IpephIBaIOIIas
TEUEHUs] TaXUKapIUM, HO BBI3BIBAIOLIAS OIPECIICHHbIC
U3MEHEHUsl JUHAMHUKU HHTepBajoB (puc. 1-3). MmeHHo
9TO BBI3BAJIO BIOJHE €CTECTBEHHBIE BOIPOCH! y JJOKTOpA,
pacim(ppoBHIBABIIETO MOHUTOP, U MTOCIYKUJIO OCHOBAHH-
€M JUIsl KOHCYJBTalluN.

IIpencrasnsercs, uto onpenenenue xapakrepa CBT
HE BBI3OBET CYIIECTBEHHBIX 3aTPyAHEHHUH, HO HMEHHO
«IeTaJId U MOAPOOHOCTH» ITOM 3alncH, Ha Hall B3I,
MPEJCTaBIsIIOT HECOMHEHHbIM wuHTepec. Ham HeomHo-
KpaTHO NMPHUXOANUIOCH CTAIKUBAThCA C KEIYIOYKOBOH IKC-
Tpacuctonuel, He mpepsiBatomieil Teuenue CBT. 3amuch
npeacepaHoi skTonuu He npepsiBatoiieir CBT, Ho u3me-
HSIOILEH 1ociieioBarenbHOCTh RR-MHTEpBaIOB MbI BUJMM
Briepsbie. He ynanoch HalTH M00OHBIX ONIMCAHUN U B JIH-
Teparype. BmecTe ¢ TeM, HEOOXOAMMO MOTYEPKHYTh, YTO
ocobennoctu 31oii CBT Bpsia 1M OKaXyT CyLIECTBEHHOE
BIIMSTHUE HA JIAIbHEHIITYIO JIEYEOHYIO TaKTHKY.

INPUJTOXKEHUE

Jlist yIaneHHoro JOCTyNa K IaHHBIM OIHCHIBAEMOTO B CTaThe XOJITEPOBCKOIO MOHUTOPA HEOOXOIMMO TO/ATh 3asiB-
Ky, BOCITIOJIb30BaBIIHCH CChIIKOM https://qrs.page.link/holter. B Teuenune cyTok Ha yka3aHHYIO BaMU 3JI€KTPOHHYIO MOYTY
OyzeT HanpaBieHa HHPOPMALUS C COOTBETCTBYIOIMMHU HHCTPYKIMAME. DTa oniust Oyaer qocrynHa B reuenne 2022 rona

TOJIBKO Ha PYCCKOM A3BIKC.
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