dtaHonoBas (ankoronbHasl) centanbHasa abnaumsa y nauueHta ¢ 6ones3Hblo Pabpu u
MHOroypoBHEBOW OOGCTpPYKLMEN NeBOro xenyno4ka. KnuHnyeckumn cnyvam

KaII.IJTaHOB M. I8, Beneprukos A. Afl, Mexonos E. M@, Pacnonoea E. Cf, Peiit6nat O.
M.

BeegeHne. bonesHb @Pabpu (BP) mMoxeT wumuTMpoBaTb MNEPTPOMYECKYIO  KapavoMuonaTui w
conpoBOXAaTbCsl OBCTPYKUMEN BbIHOCALLEro TpakTta NEeBOro >Kenyaoyka unuv  cpefHe-XenyaoykoBon
obcTpykumenn. B cnyvyae Hanuums y  nauueHTa BHYTPUMNOMNOCTHOW OBCTpyKUMW U pedpakTepHom K
MeLMKaMeHTO3HOW Tepanun cepaevyHon HeJOCTaTOHYHOCTM MOXET OblTb pacCMOTPEHa cenTanbHasg peayKums.

KpaTtkoe onucaHue. Hamu npefcrtaeneH criydyaw aTaHornoBon centanbHou abnauum (OCA) y naumeHTa
XKEHCKOro nomna ¢ reHeTnyeckun noarsepxgeHHon b® n cumntTomaTuyeckon MHOroypoBHEBON BHYTPUMONOCTHOM
obcTpykumen. En nposegeHa TpaHckaTeTepHas OCA ¢ nmocrefylowmnM yCTpaHeHUeM CpeaHe-Kenyao4KoBow
06CTPYKUMM N OBCTPYKLMM BbIHOCSLLIErO TpakTa NeBoro xenygoyka. fremognHammnyeckuin apekT CoxpaHsncs B
TeyeHune nocnegyomx 3 mec. HabnogeHus.

Ouckyccua. Haw cnyvan wnnioctpupyeT dakt, yto OCA mMoxeT OblTb 3dpdekTuBHOM M OGe3onacHon B
yCTpaHeHun obCTpyKuMmM y nauueHtoB ¢ B® npu ycnoBum ganbHeriwero HabnwogeHus 3a BHyTpUcepAeqHON
reMmoguHaMunKon.

KnioueBble cnoBa: ankoronbHas centanbHasa abnauus, 6onesHb ®abpu, obCTpyKTMBHAA runepTpodmyeckas
KapavomumonaTus.
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Alcohol septal ablation in a patient with Fabry disease and multilevel left ventricular
obstruction. A case report

Kashtanov M. G [l8, Vedernikov A. A |, Mezhonov E. M., Raspopova E. S §, Reitblat 0. M §

Introduction. Fabry disease (FD) can mimic hypertrophic cardiomyopathy and be accompanied by left
ventricular outflow tract obstruction or midventricular obstruction. In the case of intraventricular obstruction and
refractory heart failure, septal reduction may be considered.

Brief description. We present a case of alcohol septal ablation (ASA) in a female patient with genetically
confirmed FD and symptomatic multilevel intraventricular obstruction. She underwent transcatheter ASA with
subsequent elimination of midventricular obstruction and left ventricular outflow tract obstruction. The
hemodynamic effect was maintained during the next 3-month follow-up.

Discussion. Our case shows the fact that ASA can be effective and safe in eliminating obstruction in patients
with FD, provided that intracardiac hemodynamics are further monitored.

Keywords: alcohol septal ablation, Fabry disease, obstructive hypertrophic cardiomyopathy.
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Knio4yeBble MOMEHTbI

e bonesHb ®abpu (BD) c npenmyLLecTBEHHbIM NOpaxXeHWeM cepaLa MoXeT UMUTUMPOBATb rMNepTpodUIECcKyto
KapguommuonaTMio U COMPOBOXAATbCHA OOCTPYKUMEN BBIHOCALIErO TpakTa WM Adaxe CpeaHe-Xenyno4vkoBown
0o0CTpyKUMEN.

e MwvpoBon onbIT cenTanbHOWM peaykumm y naumeHToB ¢ Bb® orpaHMyeH nuwb OnucaHwem cryyaes u
HebonNbLUUMUK CepUsaIMMU.

e Hackonbko Ham W3BECTHO, HaMW MpeacTaBfeH MepBbli CryvyanW ISTaAHONOBOW cenTanbHOM abnauunm vy
naumeHTta ¢ B® 1 MHOroypoBHEBOI OGCTPYKLMEN.

e [lpogemoHcTpupoBaHa 6e3onacHOCTb U 3P(PEKTUBHOCTL 3TAHOSIOBOW CenTanbHOM abnauuu y nauueHTta c
Bo.

e HakonneHne onbiTa No406HLIX npouenyp 6y/:|,eT cnocobcTBOBaTL aAKKyMYyInnMpoBaHUIO 3HAHWA OTHOCUTENBHO
nx Sd)d)eKTOB Ha KIWHUYECKME MoKasaTesim U napamMeTpbl MyJ'IbTI/IMO,EI,a.I'IbHOIZ Bu3yanusauumn, n BepOATHO,
yny4yweHunto ncxoanos B 3TON nonynaunn.

Key messages

 Fabry disease (FD) cardiomyopathy may mimic hypertrophic cardiomyopathy and be associated with outflow
tract obstruction and even midventricular obstruction.

» Worldwide experience with septal reduction in patients with FD is limited to case reports and small case series.

» To our knowledge, we present the first case of alcohol septal ablation in a patient with FD and multilevel
obstruction.

« Safety and efficacy of alcohol septal ablation in a patient with FD are demonstrated.



» Accumulating experience with similar procedures will contribute to the accumulation of knowledge regarding
their effects on clinical and multimodality imaging parameters, and possibly improve outcomes in this population.



BBepeHue

bonesub ®abpn (BP) npeacrasnsetca cobown HacneacTBeHHoOe  X-CLEnfeHHoe
3aboneBaHne, oOTHOCAWEEeCcss K JIM30COMHbIM  OONE3HsM  HaKOMMeHWs, Bbl3BaHHOE
HapyleHnem mMeTabonuama cuHronunuaos Mo npuuvHe peduumta unmM  OTCYTCTBUSA
aKTUBHOCTM NM3ocomManbHOM a-ranakto3vgasel A (AGALA) [1]. Coobuaetca o
BCTpeyaemocTn (incidence) paHHoro 3aboneBaHnsa B mupe kak 1 Ha 40000 -117000
nauneHtoB [2]. HepoctatoyHoCcTb AGALA Bbi3biBaeT akkyMynsaumio CEOUHIonMnuaos B
OOMbLWMHCTBE KMNETOK OpraHuama, 4YTO NPUBOAUT K HapyLeHUAM ¢YHKUMA CcepaeyHo-
COCYOMCTON CUCTEMbI, MOYEK, HEPBHOM CUCTEMbI, XENyAOYHO-KULLEYHOro TpakTa, KOXWu,
opraHoB 3peHus u cnyxa [3].

CornacHo onpocHuky peructpa Fabry Outcome Survey cMMNTOMbI CO CTOPOHbI ceppua
BCTpeyatotca 6onee 4em y 60% naumeHToB: Yy 23% CUMNTOMbI Bbi3BaHbl CepaeYvHOM
HeOCTaTOYHOCTbIO, Y 23% 60nbilo B rpyaHON KneTke, y 27% aputmuen [5].

lMopaxeHne cepaua MOXeT pasBuBaTbCAd B MONOAOM BoO3pacTte U MeAOSfeHHO
nporpeccmpoBatb CyOKNMMHMYECKW, Yalle BCero nposBASsCb runepTpodmen Muokapaa,
UMUTUPYS Takum obpasom runeptTpodudeckyto kapgmomumonatuto (FKMI) [4]. B otnuumne ot
FKMIT oBCTpyKUMSA BbIHOCALLErO TpakTa NIeBOro XXenyaoyka SBMseTCs CKopee HEeTUMNUYHbIM
nposieneHnem bd[5].

TakTuka Be4eHUs naumeHToB C cepaevyHon He4OoCTaTOYHOCTbIO, BbI3BaHHOW OOCTpyKUMen
NEeBOro enygoudka, xopowo paspabotaHa ans nauyueHtoB ¢ [KMI. lMpu Hanuumm
pedpakTepHOM K MeOuKamMeHTaM CcepaeyHoOM  HeOoCTaTOYHOCTM  paccMmaTtpuBaeTcs
BO3MOXHOCTb CeNTanbHOW peayKuun: XUPYPruyeckor MUIKTOMUM UK 3TAHOSTOBOM
(ankoronbHon) centaneHon abnaunn (3CA) [6,7].

B paHHoM nybnukaumm mMbl NpeactaBngem criydan neyvyeHust naumMeHTky, ctpagatowen bo
N BblpaXXeHHON cepaeyHOM HeOOoCTaTOYHOCTbIO, pedpakTepHONn K MeOuKamMeHTO3HOMY
NEeYeHNo, OOHOW M3 MPUYUHOM KOTOPOW SIBMSIETCA MHOroypoOBHEBast OOCTPYKUWMSA NEBOro
Xenygoyka. YumtbiBas OTKa3 egepanbHblX (3KCMNEPTHbIX) LEHTPOB OT  BbIMOMHEHMUS
MUIKTOMUN Y AAHHOW NaUNEeHTKU, NPUHATO pelleHne o BbinorHeHun SCA.

B HacToswmMi MOMEHT, UMEKTCS Wb He3HauuTenbHble nuTepaTypHble AdaHHble O
BO3MOXHOCTM BbINnonHeHuss OCA y naumeHToB ¢ B®, KOTOpble OrpaHM4MBalOTCA TOJSLKO
HEeCKONbKMMWU onncaHusmmn crydaeB n 1 cepuen cnyyaes [8-10]. Hackonbko Ham M3BECTHO
3TO MepBLIN Crnyvan naumeHTta, kotopbin nogseprca ACA NpyM MHOrOypoBHEBOM OBCTpPyKLMN
(cpenHe-xenyao4koBon 06CTPYKLNKN, OBCTPYKLMM BEIHOCALLIErO TpaKTa NeBOro Xenyaoyka).



MNpeacraBneHue cnyyvas

XKeHwmHa 63 roga, B xanobax MMeTcs NPUCTYNbl aTUMNYHOW CTEHOKapPAUN U BHE3AMHOWN
HexBaTKM BO34yxa, OAblWKM Npu (U3NYecKkon Harpyske (noabemMe Ha 2 3Tax),
rOSTOBOKPYXXEHME.

Mpn npoBefeHUn kKackagHoro ckpuHuHra B 2022 r. nocre AnarHoCTMpPOBAHHOW B YCMOBUSIX
AnanusHoro ueHtpa b® y cblHa NauMeHTKN BbisiBNeHa cemenHas myTtauusa c.88A >T,
nosblweHne Lyso-Gb3 10,9 Hr/mn (pedepeHc 0,05-3 Hr/mn), AGALA B Hopme 5,2 (pedepeHc
0,8-15).

C 2022 r. B ycnoBusix Kapauornorundeckoro otaeneHus Ne2 o6nacTHOM KIMHUYeCKon
6onbHuubl Ne1 r.TiomeHb uHuummpoBaHa P3T arancupason 6eTa, KOTOPYH NaUMEHTKa
nonyyaet 1 pas B 2 Hegenn no Hactosiwee Bpemda. Ha dpoHe nposogumon 3T no AaHHbIM
OxoKIN B AauvHamuke Habnwganucb yeenuyeHne TonwuHbl cTteHok JDK u UMMITXK,
HapacTaHue NMKoBOro rpagneHTa gasneHnsa BTIDK B nokoe ¢ 43 po 66 mm prt.cT. (Tabnuua
1).

Ha PwucyHke 1 npegctaBneHbl [JaHHble MyrnbTUMOAANbHOM Bu3yanu3aumm ceppgua
nauneHTkn. MHoroypoBHeBas OOCTpyKuMs Obifa Bbl3BaHa He3HAYMTENbHbIM CTEHO30M
aopTanbHoro knanaHa (PG 20 mm pT.cT, MG 12 MM pT.CT.), BblpaxeHHon obcTpykumnen BTITK
(66 Mm pT.CcT.), a Takke cpegHe-xenyaovkoson obectpykumen (40 mm pT.cT). NpeacraeneHsl
CNEeKTpbl MPW  CKaHMPOBaHWM C MOMOLLBD  HENpepbiIBHO  BoMHoBOro  [onnnepa
COOTBETCTBYIOLLUME CpeOHe-KenygoukoBon obcTpykummn n obetpykumm BTITDK. Tpun MPT
cepoua He BbiBNeHO cneuuduyHoro ansg b® oTcpoyeHHOro ycuneHus B 3agHe-
natepanbHbIX cermeHTax (T1 kapTupoBaHue He npoBoAwMSioCk). BusyanuamposaH peHOMEH
obnutepaumm nonoctn JIX B cuctony.

Ha doHe 3T n kBagpoTepanmm XpoOHNYECKON CepaeyHOn HeEQOCTAaTOYHOCTM, BKIHOYaOLLEN
panarnncnosnH 10 mr, cnupoHonaktoH 50 wmr, nosaptaH 25 wmr, Guconponon 5 wmr
(MakcumanbHO nepeHocMmas Ao3a), 0TMeYanocb yMeHbLUeHne MUuKpoanbbymuHypum ¢ 752
mr/cytkm ot 07.2022r. pgo 123 wmr/cytkm k 08.2024r. n OTHOCUTENbLHO CTabWNbHbIE
nokasatenax CK® (68 mn/mun/1,73m2 no MDRD ot 08.2023r., 60,4 mn/muH/1,73mM2 no
MDRD ot 08.2024r.). Tem He MeHee, y MauMeHTKM Habnwganucb ycureHue OnbILKN W
CHWXEHWe TONepaHTHOCTU K msmyeckon Harpyske. TecT ¢ 6 MuHyTHoM xoabbon (T6X) ot
08.2023r.: 330 meTpos. T6X oT 08.2024r.: 250 meTpoB.

lNpouecc npuHIMuUS peweHus:

YuntbiBas npogosKaroLlleecs yBenmyeHne TonwmHbl cteHok JIXK v rpagveHTa gasneHus,
npuBogswme K obctpykumm BTIDK B nokoe, wuMelowyoca OAbIWKYy, yBenuyeHue
dyHKUMOHANbLHOro knacca o 3 , MynbTUAUCLMNIIMHAPHBIM KOHCUIMYMOM, BKMOYaoLWMM
PEHTIEHXNPYProB, CepaeYHO-COCYAUCTbIX XMPYProB, KapAuosoroB, ObiNo pekomeHaoBaHa
centanbHaa pegykuus  (xvpyprudeckass Muaktomus). [lpoBedeHa TenemeaunumHcKas
KoHcynbTauua ¢ ®reyY «HMUL wvm. ak. E.H. MewankvHa» MwuH3gpaBa Poccuun, nonyyeH
oTBeT: HabniogeHue y Bpaya-kapauornora no Mecty XuTenbcTsa. BbinonHeHve centanbHou
MUO3KTOMUN  COMHUTESNBHO,  COMPSXXEHO C  BbICOKMMM  puckamu.  [lpogomkntb
naTtoreHeTnyecKoe nevyeHue.

OueHnB aHaTOMMIO cepfua, AdaHHble KOPOHApHOM aHruorpaduun, >KenaHuve camom
nauMeHTKn, a TaKkke yudnTbiBas umerowmncsa onolT B fiedeHnn MKMIT Hawero uyeHTpa, Hamu
6b1n1 caenax Boibop B nonb3y SCA.

[Jlemanu emewamernbcmsa:



Mpoueoypa OCA BbiNOMHAMNACb B acenTUYecKUX YCMNoBUAX. TexHuKa BbIMNOSHEHUSN
BMeLLaTenbcTBa Obina nogpobHo onucaHa paHee [11]. Y gaHHOro BMellaTenbCTBa UMENUChb
cnegytowme ocobeHHocTn. KatetepmsmposaTtb JPDK He ypanocb BBMOY KanbuMHO3a
aopTanbHOro knanaHa. [locne HeCKONbKMX MNOMbITOK MPOWUTU  aopTarbHbIA  KnanaH
rmapodunbHbiM - nNpoBogHukoMm 0,035 AtorMma  pelweHo BO34epXaTbCA OT  AanbHEeuLwunx
nonbiTok. PeweHo BbinonHMTe npouenypy 3OCA  M30NMPOBaHHO MO KOHTPOSEM
TpaHcTOpakanbHoro  OxoKl 6e3  pernctpauum remogmMHamumyeckux  KpmebiX.  [lpwm
WHTpaonepaunoHHon TpaHcTopakanbHon OxoKlT oTmevyancsa rpagveHT [OaBneHust Ha
aopTanbHoMm knanaHe — 20 mm pT.cT., 06¢cTpykums BTIDK ¢ rpagneHtom gaBneHus 66 mm
pT.CT, cpeaHe-xenyao4vkoas obcTpykums 40 mm pT.CT.

Yepes NyHKUMOHHbLIM JOCTYN BO BHYTPEHHEN APEMHON BEHE crnpasa B Mpasbln Xenyaodek
npoBeeH 93reKkTpos C aKkTMBHOW duKcauMenm W YCTaHOBIIEH B  MEXOKeNyOoyKoBYHO
neperopoaky (MXKIT). UMHnummpoBaHa «nonynocTtosiHHasA» CTUMYNsuMs € 4actoton 45 B
MUHYTY B pexunme «no TpeboBaHnio». PUCYHOK 2.

Uepes goctyn B npaBoun nyyeBOW apTepuu B YCTbe CTBOSIA NIEBOW KOPOHApHOW apTepuu
ycTaHoBneH rana-katetep Eacath Sheathless guide 7.5F PB3.5 (ASAHI Intecc.). BeinonHeHa
aHruorpadms nesBon KopoHapHOW apTepuun. BbisiBrieHa centanbHasi BeTBb (nepdopartop),
noTeHunanoHO cnegywouwas K uenesomy dparmeHTy MXKIIcooTBeTCTBYHOLLEMY YPOBHIO
o6¢cTpykumn. CentanbHasa BeTBb kaTeTepuanpoBaHa npoBogHukom Fielder 0.014 inch (ASAHI
Intecc). Mo npoBoaHMKY B nepdopaTtop 3aBefeH kopoHapHbii 6annoH Emerge OTW 1.5 mm
* 8mm (Boston Scientific). bannoH pasgyT oo 6 atMm. lNoarBepXaeHa HafexXHas OKKMN3us
cenTanbHoWn BeTBU. Yepes npocBeT HanmnoHa BBeAeH axokapauorpaduyecknin KoHTpact 1 mn
(cmecb 1/3 renodpyanHa 4%, 1/3 koHTpacta, 1/3 Bosgyxa). [lpu uHTpaonepaunoHHON
TpaHcTopakanbHon OxOKIT oOTMmevaeTcss onanecueHumMss uUeneBoro ydactka MXKII,
COOTBETCTBYHOLLAA YPOBHIO CpefHe-xenyaovkoBon obctpykumn. TonwmHa MXXI namepeHa B
COOTBETCTBUMN C TekywmmMmn pekomeHgaumsamm ASE [9]. Yepes wadt 6annoHHOro katetepa
BBegeHo 0,5 mn 95% ataHona ¢ nocneaylowen akcnosnunen B TedeHne 5 muHyT. MNonyyeH
apeKT B BUOE CHWXKEHUS CpedHe-Xenyao4yKoBOro rnMKoBOro rpagneHTa gasneHus ¢ 40 mm
pT.cT. 4o 15 mm prt.cT. lNpouenypa 6bina 3aBeplueHa. [laumMeHTka nepeBedeHa B nanaTty
WHTEHCUBHOW Tepanuu. B nocneonepauMoHHOM nepuoge v npu nocneayrowem HabnogeHum
COXpaHsAncs CUMHYCOBbLIM pUTM. Yepes 2 CyTOK nauueHTka nepeBedeHa B 0Oyt nanaty.
lMocneonepaumoHHbIM Nepuog npotekan 6e3 OCNoXHeHMW, Ha 8-e CyTKM naumeHTka Obina
BbliNUcaHa 13 ctaumoHapa.

lNocnedyrwee HabnodeHue

Mpn nocnegytowem HabnwgeHun B TeyeHne 3 MecsueB y MauMEeHTKM OTMevarnocb
ynyyweHne  YHKUMOHANbHOro  cTaTyca, CHWKEHME  BbIPaXXEHHOCTU  cepaeydHom
HeJOCTaTOYHOCTM A0 2 oyHKUMOHanbHoro knacca. CHusuncsa yposeHb NT-proBNP c 2164
nr/mn ot 08.2024r. po 1567 nr/mn ot 12.2024r., ysennumnca T6X go 360 metpos. [pu
KOHTPOJSIbHOM XONTEPOBCKOM MOHUTOPUPOBaHUN 4Yepe3 3 Mecsaua — PUTM  CUHYCOBBIN,
noctosiHHasi nonHaa 6nokaga npaBonM HOXKM nydka [uca. [Mpyu koHTponbHoOW JOxoKI
OTMeYaeTcs MUKOBbIM rpaaveHT aasneHus BTIDK 9 mm pT.cT., cpegHe-xenyao4ykoBbIn
NUKOBbLIN rpagueHT aasneHnsa — 6 mm pT.cT. Ha MPT oTme4vatoTca 3aKOHOMEPHbLIE U3MEHEHUS
B BMAE OTCPOYEHHOro ycuneHus B OasanbHbIX M CpefHUX NepeaHunx CermeHTax neBoro
Xenygodka. PucyHok 3.



O6cyxneHue

[aHHbIn ~ cnyyarh  WUNACTPUPYeT  TEXHUYECKYD  BO3MOXHOCTb, ©6e3onacHoCTb w
adpdekTnBHocTb ACA y naumeHTkn, ctpagaroLen bo.

B o6blyHOM cuTyauuu, ogHMM u3 KputepueB oTbopa 6GonbHbix gna OCA saBnseTtcs
MUHUManbHas TonwuHa MXKIT 16 mm u 6onee [13]. OcHoBHOM npoGnemon [aHHOM
npoueaypbl 66110 nepemeHHasn TonwmHa MXKI B ueneson 30He oT 13 MM Ao 17 Mm, YTO
co3gaBaro NnoTeHUuarnbHbIN PUCK TPO3HOIO OCIOXHEHMUSI ATPOrEHHOro CenTanbHOro aedekra.
[MoaTomy npu BbINONHEHUM abnauum ncnonb3oBanuck yneTpamarnbsle Ao3bl 95% ataHona (0,5
Mnn).

O6cTpykuma 6bina Bbi3BaHa Kak NepeaHe-CUCTOSNIMYECKUM OBWKEHMEM MUTParbHOro
KrnanaHa, Tak U KOHTaKTOM rmnepTpoMpOBaHHbLIX NanUSPHbIX MbIWL C Neperopoakown.
Moatomy oxmaaHus oT 3dpdEeKTOB cenTanbHOW peaykuMm B u3onuvpoBaHHoOM Buae (6es
BMeLLaTeNnbCTBA Ha MNanunnsapHbIX Mblwyax) 6binn cKpomHble. TeM He MeHee, B Mepuopg
HabnogeHns 0O 3 MecsueB Mbl OTMETUNM  3HAYMMOE CHMXKEHWE BHYTPUMNOMOCTHbIX
rpagneHToB OaBreHUs.

Bo Bpema BMellaTenbCTBa U B NOCNEAYHOLWEM paHHEM MOCeonepaumoHHOM Nepnoge Mol
NCronNb30Bann TakK HasbliBAEMYK «MOJTYNOCTOSAHHYO» CTUMYNAUMIO, Korga MpuMeHsieTcs
3MEeKTPOoL C aKTUBHOM (pukcaumen K npaBoM Xenyaouky, KOTOpbIN (OUKCUPYETCSA Takke K KOXe
N K MOCTOAHHOMY HapY>XHOMY 3NEKTPOKapAMOCTUMYNATOPY. Takon noaxon paHee Obin
onucaH MaHxaTTeHckon rpynnon Bo rnase Srihari Naidu, OH nNo3BonsieT MUHMMU3NPOBATL
nepuonepaumoHHbIE OCITOXHEHUSA N COKpaTUTb BpeMsa npebbiBaHMs B NanaTe UHTEHCUBHOM
Tepanum n COOTBETCTBEHHO B CTaumoHape [14].

KoHTpacTHaa 3xoKI aBnsieTcss BaXXHOW TEXHUYECKOW AeTarbio BbIMOSIHEHUS npoueaypbl
OCA. B kadecTBe KOHTpacTa MoXeT OblTb mcnonb3oBaH JlesosBuct (bawnep, epmanHuns),
CoHoBbio (Bbpakko). Mbl npakTukyem nogxopd, onvcaHHblM Hubert Seggewiss: B kadecTBe
axokapamnorpaduyeckoro KOHTpacTa MUCnosibdyem axmntupoBaHHbIn renodysvH 4% (bbpayH)
[15].

B HacToAWMNn MOMEHT, UMEKTCA CKPOMHblE 3anagHble nuTepaTypHble gaHHble 06 JCA y
nauneHtoB ¢ b®, B gaHHbIX cnyyasx HabnwogeHve 3a nocrneaylowen BHYTpUcepaevHou
reMognHaMMKOM OCYyLLEeCTBNANOCb, OT 6 MecaueB o0 16 net. ABTOpbl OTMeYalT, 4TO
adppektnBHoctb ICA y nauymeHtoB ¢ b® conocrtaBnma C orpaHUYEHHbIM OMNYyOMKOBAHHBLIM
ONbITOM Xupyprudeckon centansHon MmaktTomumn [8-10]. JaHHble 0 SCA npyn MHOroypoBHEBOW
oOCTpyKUMN (CpeaHe-XenyaodkoBOM OOCTPYKLMU, OBCTPYKUMM BbIHOCSALLEro TpakTa feBoro
Xenyaoyka) Hamu He Obiny HanaeHbI.

[aHHbIn  criyyar  JOMNOMNHAET  3HAHWUA  OTHOCUTENbHO  BO3MOXHOCTWU  BbIMOMHEHMUS
npoueanypbl ACA B 3TOM KOropTe nauueHToB. Mbl nonaraem, 4YTO HaKoMieHwe onbiTa
nogobHbIxX npoueayp yaet cnocobCcTBOBaTbL akKKyMyNIMpOBaHUIO 3HaHU 06 agpdpekTax ACA y
nauneHtoB ¢ b® , n BeposTHO, ynydlWeEeHW UCXOAOB B 3ToW nonynaumu. Mbel Takke
KOHCTaTupyem HeobxoOUMOCTb [AONrOCPOYHOro AanbHenwero HabnwaeHus 3a  Halwen
nauneHTKoMW.
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Tabnuua 1. Oxokapauorpaduyeckas oUHaMUKa y nauneHTKu

[ata 01.04.2022 21.10.2023 09.08.2024
[NokasaTtenb
JIM M/B-pexum, MM 43 45 48
MXTT, mm 13 15 19
3C JDK, mm 12 13 20
UMMIDK, r/m?2 113 167 209
GLS, % - - 12,2
CONA, mm pr.CT. 28 27 44
MukoBbin rpagueHt BTIDK B
NnoKoe, MM pPT.CT. 43 36 66

JIMN — neBoe npeacepane, MXI1 — mexckenygoykoBasi neperopogka, 3C JIXK — 3agHasa cTteHka
nesoro xenygoyka, MMMJTXK — nHgekc maccel MMokapaa nesoro xenygouka, GLS - global
longitudinal strain, COJIA — cucTonunyeckoe pasneHne B feroyHon aptepuun, BTIDK —
BbIHOCSLLMIM TPaKT N1IEBOro Xernyaouka.



PucyHok 1. laHHble MynbTUMOAANbHOW BU3yanu3auum A0 BMeLlaTenbCcTBa

A-B: Oxokapavorpaduyeckass  MNMCTpauusi  nepeaHe-CUCTOSNIMYECKOro  ABWMKEHMUS
MUTPanbHOro KramnaHa, a Takke KOHTaKTa MUTParbHOro KranaHa v nanuinspHbIX MblWL C
MEXOKeyJO4YKOBOW NeperoposKon.

C: CkaHunpoBaHMe C UCMNOSIb30BaHMEM HenpepbiBHO-BONMHOBOro [lonnnepa AeMOHCTpUpyeT
HanMyme CneKkTpoB, COOTBETCTBYIOLNX CPeaHe-Xenyao4yKkoBon OBCTpyKUMN 1N 0B6CTPyKLMM Ha
YPOBHE BbIHOCSLLEro TpakTa feBoro xesnyaodka.

D-G: MPT geMoHcTpauma pbeHomeHa obnmtepauumn nosiocTn NeBOro Xenyagoudka.

Ab6GpeBunaTypsbl:

MPT — marHuTHO-pe3oHaHCHas Tepanus,

SAM - systolic anterior motion,

MVO — midventricular obstruction,

LVOTO - left ventricular outflow tract obstruction.



PucyHok 2. KnioyeBble 0COGEHHOCTM BMellaTenbCTBa (3TaHONOBOW cenTanbHOW
abnauwun)

Mg IOCTOAHHAA CTUMYAAL ..;L HauanbHaa anrMorpamma . Penoauunonnposanne Ganno ‘

AHOMansHoe
coobiyenme ¢ MHA

Beegenne 2 Beegexo 0.5 mn of 95% aranona
KO-KOHTPRETZ o

LR A DAL Al
iuf T T T T

.......... CpefHe-HeAYAQYKOBLIH rpaHeHT

BTOpUUHAA BETBL CEM
3AKpLITA

A: YcTaHoBKa af1ekTpoga C akTUBHOM (pukcaumen, noakmodeHne K Hapy>XHOMY NOCTOSAHHOMY
3NEKTPOKAPANOCTUMYNATOPY («NOSTYNOCTOSTHHAA CTUMYNALUNAY).

B: HavanbHas aHrmorpamma neBoM  KOpOHapHou  apTepuun.  BusyanmnsuposaHbl
noTeHUnanbHble LeneBble cenTarnbHble BETBMU.

C: Mpwn nHbEKUMM Yepes pasayTeii 6annoH Emerge OTW 1.5 mm * 8 mm (Boston Scientific)
onpegenseTcs aHoMmanbHoe coobleHne JaHHON BETBU C NEpeaHEN HUCXOOSLWEN apTepUeENn.

D: BbinonHeHo penosnumoHMpoBaHue bannoHa B Apyryto BETBb.
E: AHrnorpamma centanbHON BETBU. AHOMarnbHOro COOOLWEeHNs HeT.

F-G: BbinonHeHa TpaHCcTOpakanbHas axokapauorpadus, Ana 9X0-KOHTpacTUPOBaHMUSA
BBegeHo 1 mn cmecu 4% renodysnMHa C KOHTPAacToM U BO3Ayxom (cooTHoweHue 1:1:1).
OTmevaeTcs 4eTkad 30Ha nepgysun, COOTBETCTBYHOLAA YPOBHIO OOCTPYyKUUM, U He
KpoBocHabxarowas Helernesble y4acTKu.

H: BeinonHeHa nHbekums 0,5 mn 95% ataHona ¢ nocneayrowmmM BblITECHEHMEM €ro 13 wadTta
6annoHa HebonbLLOW Nopunen KOHTpacTa.

I: Ha oaxokapguorpacum oTmeyaeTca obnacte abnaumm C  4YeTKMMKM  KpasMmu C
axokapauorpadn4eckon TEHbIO ANCTanbHee 30He BO34ENCTBUS.

J: OTmevaeTca nonHoe yctpaHeHue rpaguenTa BTJTDK 1 ocTtaTouHbIn cpefHe-Xenyao4koBbIn
rpagueHT gaBneHus 9 mm pT.cT.

K: Ha KOHTpONbHOM aHrmorpamme OTMeYaeTCsl OKKI3Msi BTOPUYHOM BETBU LENEBOU
cenTanbHOW apTepumn.

L. HanoxeHa acenTuyeckasa noesidaka Ha obnacTtb Hapy>XHOro noCTtoAHHOIo CTuMmynaTtopa.

BTJDK — BbIHOCALWMI TpakKT neBoro xenygodka, OTW — over-the-wire balloon



PucyHok 3. MynbTumoaanbHas Busyanusaums yepes 3 mecsila nocrie BMellaTenbCcTBa
(9CA)

*LVOTO

A-B: [aHHble axokapguorpadun: cpefHe-Xenyaovkosbin rpaguveHt (*MVO), nuKOBLIN
rpagmeHT BTJDK (*LVOTO).

C: MPT geMOHCTpupyeT rmno-akMHETUYHY 30HYy 6asanbHOro nepegHero neperopogoyHoro
CermMeHTa NneBoro Xenyaoyka B 30He npeflecTBytowero Bo3genctansa 95% ataHonom

D-E-F: PacnpepeneHusi ragonuHus npy No3gHEM YCUITEHUM, COOTBETCTBYHOLLee GasanbHbIM
N YaCTUYHO CPEedHNM CerMeHTam

AbBGpeBmaTypsbl:

MVO — midventricular obstruction,

LVOTO - left ventricular outflow tract obstruction.
MPT — marHuTHO-pe3oHaHcHas ToMmorpadgus



