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OTtaHonoBag (ankoronbHasa) centanbHasa abnauus y naumeHTta ¢ 6onesHbio Pabpy U MHOroypoBHEBOW
o0cTpyKuueit neBoro xenypouka. KnuHnyeckuii cnyvai

Kawraros M.T."2, BegepHrukos A.A.%, Mexonos E.M.%#, Pacnonosa E.C.%, Peiit6nat 0.M.?

Beepenue. BonesHb ®abpu (BD) MoxeT MMUTUPOBATL r’MNepTPOdUHEcKyio kap-
LMOMMONATMIO N COMPOBOXAATLCS 0OCTPYKLIMEN BbIHOCSILLErO TPakTa IeBOro Xe-
NyOoYKa UNK CpesiHe-XenyaoukoBoi obCTpykumeid. B cnyyae Hanmuus y nauveH-
Ta BHYTPUMONOCTHOM 0BCTPYKLMM 1 pedpakTepHOii K MeLKaMeHTO3HO Tepanii
CEpPAEYHO HefoCTaTOYHOCT MOXeT ObiTb PACCMOTPEHA CenTanbHash PeaykLUus.
KpaTtkoe onucaHue. Hamu npesacTaBneH cyyaii 3TaHONOBOW cenTanbHoi abna-
umm (3CA) y naupeHTa XeHCKOro nosa ¢ reHeTU4ecky NoaTBepXaeHHon 6O n cum-
NTOMaTU4eCKOi MHOrOYPOBHEBOI BHYTPUMONOCTHOM 06CTpyKLUMel. Eil npoBeaeHa
TpaHckaTteTepHas SCA ¢ nocnenyoLwmM yCTpaHEHUEM CPeLHE-XENYA04KOBOA 00-
CTPYKLMM 1 0BCTPYKLMM BLIHOCALLErO TPaKTa IEBOr0 Xenyaouka. FeMoauHaMniIeckuin
3 deKT coxpaHsancs B Te4eHre nocneayiowmx 3 Mec. HabnloaeHus.

Buckyccua. Haw cnyyait unnioctpupyet dakT, 4to ICA MOXeT ObiTb 3 dEKTUBHON
1 6e30MacHoi B ycTpaHeHUn 06CTpyKLMM y naupeHToB ¢ B npu ycnosumn panb-
Heiiwero HabAEHUs 3a BHYTPUCEPAEYHOW reMOAMHAMUKON.

KnioueBble cnoBa: ankorosibHas centanbHas abnauys, 6onesHb ©adbpu, 06CTpyk-
TVUBHas runepTpoduYeckas kKapanoMmonaTus.

OTHOLLEHUS U AEeATeNbHOCTb: HET.

"TIOMEHCKMIA KapAYONOTNYECKNA HayyHbIl LieHTp, ®IEHY Tomckuii HUMLL PAH,
TiomeHb; 2OFAQY BO Ypansckuit degepanbHbiii yHusepeuteT um. b.H. EnbuuHa,
Exatepun6ypr; 3r6Y3 TO O6nactHas knuHnyeckas 6onbHnua N2 1, Tiomenb; *OrE0Y
BO TiomeHckuii TMY Munagpasa Poccuu, TiomeHb, Poccus.

KawTtaHoB M.T.* — H.c. nabopaTopuut PEHTFEHXMPYPTYECKNX METOLOB ANArHOCTUKM
U NeYeHms, 3aB. IKCNEPUMEHTaNbHO nabopaTtopueit GrU3NKO-TEXHONOMMYECKOr0 NH-
ctutyta, ORCID: 0000-0002-0467-4817, BenepHukoB A. A. — Bpay-kapamonor kap-
navnonorunyeckoro otraenenuns N2 2, ORCID: 0009-0002-1297-5035, MexoHos E.M. —

[.M.H., npodeccop kadenpbl KapAMONOrMn 1 Kapavoxvmpyprum ¢ Kypcom CKopoi
nomMoLm MIHCTUTYTa KIMHUYECKO MeayumHbl, Bpay-kapanonor, ORCID: 0000-0002-
6086-4578, Pacnonosa E.C. — Bpay Y3W, otaenexne ynsTpaasykoBoii U GyHKLWO-
HanbHoi anarHocTtvku, ORCID: 0009-0004-0638-0363, Peiitonat O.M. — K.M.H.,
pykoBoauTens PernoHansHoro cocyamctoro uentpa, ORCID: 0000-0002-9407-5497.

*ABTOp, OTBETCTBEHHLIN 3a nepenucky (Corresponding author):
kashtanov-maksim@mail.ru

B® — 6onesHb @abpu, BTJIK — BbIHOCSALLWMI TPaKT NEBOrO xenyaoyka, FTKMM —
runepTpoduyeckas kapamomuonatus, JK — nesbiii xenyaouek, MXN — mexxeny-
[noykoBasi neperopoaka, MPT — mMarHuTHO-pe3oHaHcHas Tomorpadus, CH — cep-
[le4Hast HenoCcTaTo4YHOCTb, 3T — hepMeHT-3amecTuTeNbHas Tepanus, TBX — Tect
¢ 6-MuHyTHO x0ab60i, ACA — aTaHonosas cenTanbHas abnauws, IxoKl — axo-
kapamorpacdusa, AGALA — a-ranaktosugasa A, LVOTO — left ventricular outflow
tract obstruction, OTW — over-the-wire balloon.

Pykonucb nonyyena 18.02.2025
PeueH3usa nonyyena 08.06.2025
MpuHsaTa k ny6avkaumn 08.07.2025

=]
[x]

Ansa umtupoBanusa: KawtaHoB M.T., BegepHukos A.A., MexoHoB E. M., Pacno-
noga E.C., Peiitbnat O. M. STaHonoBas (ankoronbHas) centanbHas abnaums y na-
umeHTa ¢ 6onesHbio Pabpy 1 MHOrOYPOBHEBOI OBCTPYKLIMEN NIEBOMO XENyA0uKa.
KnuHnyeckwin cnyyain. Poccuiickuii kapamonorudeckuii xypHan. 2025;30(10S):6295.
doi: 10.15829/1560-4071-2025-6295. EDN: GXOQST D

Alcohol septal ablation in a patient with Fabry disease and multilevel left ventricular obstruction.

A case report

Kashtanov M. G."2, Vedernikov A.A.%, Mezhonov E.M.3#, Raspopova E.S.3, Reitblat 0. M.3

Introduction. Fabry disease (FD) can mimic hypertrophic cardiomyopathy and be
accompanied by left ventricular outflow tract obstruction or midventricular obstruc-
tion. 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 mid-
ventricular obstruction and left ventricular outflow tract obstruction. The hemody-
namic effect was maintained during the next 3-month follow-up.

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

Keywords: alcohol septal ablation, Fabry disease, obstructive hypertrophic car-
diomyopathy.
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KINMMHWYECKWE CNYYAN

Bonesns @abpu (bDP) ¢ mpenmyiiecTBEHHBIM IO~
paXXeHWEM Cep/ilia MOXeT MMUTUPOBAThH TUTIEPTPO-
(ryeckyo KapIMOMUOIIATAIO U COTTPOBOXKIATHCS
OOCTpPYyKIIMEN BBIHOCSIIETO TPAKTA U AAXe CPEaHE-
JKeJTyTOYKOBOI OOCTPYKIIUEH.

MupoBoii ONBIT CENTAIBHON PEAYKIINU Y HALlUEeH-
TOB ¢ b® orpaHWYeH JUIIL OTIMCAHUEM CIIy4aeB
W HEOOJBIINMU CEPUSIMU.

Hackonbko HaM W3BECTHO, HaMU MPENCTABJIECH
MEepPBBII Cllyyail TAaHOJIOBOW CENTaabHOU abia-
oy y nmanueHTta ¢ b m MHOroypoBHEBOIT 00-
CTPYKLIUEH.

IMponemoHcTprpoBaHa Oe3omacHOCTh U 3 dek-
TUBHOCTb 3TAHOJIOBOW CeNTAIbHON abjlaliuu y ma-
nueHTa ¢ bOD.

Hakoruienue ornbiTa MOAOOHBIX MpoLEenyp Oymet
CITOCOOCTBOBATH aKKYMYJIMPOBAHUIO 3HAHUI OTHO-
cuteTbHO nX 3(h(hEeKTOB Ha KITMHUYECKUE TT0OKa3a-
TEIW W TapaMeTpbl MYJTBTUMONATbHON BU3yalv-
3allUU U, BEPOSITHO, YIYYIIEHUIO UCXOOOB B ITOM
TMOMYJISILIUU.

BeeneHue

Bbonesnr ®adbpu (bP) mpencrasisger codoil HACTE -
CTBEHHOE X-CICIUICHHOE 3a00JIeBaHUE, OTHOCSIIEECs
K JIN30COMHBEIM OO0JIC3HSIM HAKOIUICHUS, BRI3BAHHOE Ha-
pyIIeHWeM MeTaboim3Ma C(OUHTOIHUITUIOB 110 TIPUINHE
neUIIMTa WK OTCYTCTBUS aKTUBHOCTH JIN30COMATTbHOMN
a-ramakro3nnasel A (AGALA) [1]. Coob1aeTcst o BCTpe-
yaemocTH (incidence) maHHOro 3a60JieBaHUS B MUPE KakK
1 ua 40000-117000 mammenTtoB [2]. HemoctaTouHOCTH
AGALA BbI3bIBaeT aKKyMYISIUIO CHOUHTOJIUTINIOB
B OOJIBIIIMHCTBE KJICTOK OPraHM3Ma, 4TO TIPUBOIUT K Ha-
PYIICHUSIM (PYHKIIUA CepIeUHO-COCYINCTON CUCTEMBI, TT0-
YeK, HEpBHOM CHCTEMBI, KEIyTOTHO-KHUIIICYHOTO TPAKTA,
KOXM, OpraHoOB 3peHus u ciryxa [3].

ComacHo orpocHUKY peructpa Fabry Outcome Survey
CUMIITOMBI CO CTOPOHBI CepLa BCTPEYaIoTCs 6ojiee 4yeM
y 60% mnauneHToB: y 23% CUMIITOMBI BbI3BaHbI CEpacY-
Hoii HepoctaTouHOCThIO (CH), v 23% 6oibio B IpyaHOI
Kietke, y 27% apurmueii [4].

[MopaxeHue cepaiia MOXET pa3BUBATHCS B MOJIOIOM
BO3pacTe U MEIJICHHO IIPOrPEeCCUPOBATh CYOKIIMHUICCKH,
Yalre BCEro MPOSBIISISICh TUTIepTpodueit MUOKapaa, UMH-
THPYS TaKUM 00pa30M TUIIEPTPOGUICCKYIO KapIHOMUO-
matuio (FKMII) [5]. B ommmame ot TKMIT obcTpykiimst
BBIHOCAIIIETO TpakTa jeBoro xenyaouka (BTJIXK) sBasi-
eTcd CKopee HeTUITMYHBIM TiposgBiieHneM bd [4].

TakTtuka Benenust nauueHToB ¢ CH, BeI3BaHHOI 00-
cTpykumeit geBoro xkemynouka (JI2K), xopoirno pa3pabo-
taHa mis1 nmauueHToB ¢ TKMII. Tlpu nannuum pedpax-

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

Worldwide experience with septal reduction in pa-
tients with FD is limited to case reports and small
case series.

To our knowledge, we present the first case of al-
cohol septal ablation in a patient with FD and mul-
tilevel obstruction.

Safety and efficacy of alcohol septal ablation in a pa-
tient with FD are demonstrated.

Accumulating experience with similar procedures
will contribute to the accumulation of knowledge
regarding their effects on clinical and multimoda-
lity imaging parameters, and possibly improve out-
comes in this population.

TepHOI K MemnKameHTaM CH paccMarpuBaeTcst BO3MOX-
HOCTb CENTaIbHON PENYKIIMU: XUPYPTUUeCKO MUIKTOMUU
WIN 3TAaHOJIOBOI (aJKOTOJIbHOI) cenTalbHOM abyiauuu
(BCA) [6, 7].

B nmannHOIT myOnmKanuy MBI TIpEACTaBJISIEM CIIydait
JIeYCHMST TTAlIMEHTKU, cTpamaionieii b m BeIpakeHHOMU
CH, pedpakrepHOif K MCIUKAMEHTO3HOMY JICUCHUIO, O~
HO# M3 MPUIMHON KOTOPOM SIBIISICTCS MHOTOYPOBHEBAS
obctpykuus JIZK. YuutsiBasg oTkas denepajbHbIX (3KC-
MEPTHBIX) IIEHTPOB OT BHIIIOJHEHUSI MUSKTOMUM Y ITaH-
HOM IMAIIMEHTKY, TIPUHSTO peleHre o BeimoaHeHnn DCA.

B HacTosmmit MOMEHT UMEIOTCS JIMIITh He3HAUNTEITb-
HBIC JINTepaTypHBIC TaHHBIE O BO3MOXHOCTHU BBITIOTHE-
Husg DCA y nauneHToB ¢ B®, KoTopble orpaHNYMBaIOTCS
TOJIBKO HECKOJIbKMMM OIMCAHUSIMU CIydacB U 1 cepueid
cirydaeB [8-10]. HackoibKo HaM M3BECTHO BTO TEPBLIi
cayJail manpeHTa, KoTopbiil moaseprcst DCA mmpu MHO-
TOYPOBHEBOI OOCTPYKIIMHU (CpemHe-KeIyIOUKOBOM 00-
crpykuuu, ooctpykunu BTIIK).

KnuHunueckwuii cnyyaii

XKenimHa 63 roma, B Xkaja00ax MMEIOTCSI IIPUCTYIIBI
ATUIMYHOM CTEHOKApAMU M BHE3alHO HEeXBAaTKU BO3-
JyXa, OIBIIIKK IPpU (U3MUYECKOM HArpyske (IombeMe Ha
2 3Tax), rOJI0BOKPYXEHHUE.

I1pu mpoBeneHNN KacKagHOTO CKpMHUHTA B 2022r 110~
cJle AMarHOCTUPOBAHHOM B YCIIOBUSIX AUAIM3HOTO LIEHTPA
B® y cblHa MalMeHTKU BHISBIEHA CeMeiiHas MyTalusl
c. 88A >T, mossimenue Lyso-Gb3 10,9 ar/mi (pedepeHc
0,05-3 ur/mir), AGALA B HOopMe 5,2 (pedepenc 0,8-15).

C 2022r B yCIOBUSIX KapAWOJOTUYECKOTO OTIese-
HUS No 2 o0macTHOM KIWMHWYECKOM OOMBHUIBI No 1
r. TioMeHb MHMLUKMPOBaHA (hepMEHT-3aMeCTUTEIbHAS
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AxoKI auHamMuka y naumeHTKu

Jata 01.04.2022

lMokasarenb

JIN M/B-pexum, MM 43
MXT1, Mm 13
3C /X, mm 12
UMMIX, r/m? 113
GLS, % -
CONA, MM pT.CT. 28
MvkoBbIin rpagneHt BT/TX B nokoe, MM pT.cT. 43

Tabnuua 1

2110.2023 09.08.2024

45 48

15 19

13 20

167 209

_ 12,2

27 44

36 66

Coxkpatenus: BT/DK — BbiHOCALLWMI TpakT nesoro xenyaouka, 3C JDK — 3apHss cTeHka nesoro xenyaouka, MMMITK — nHpekc macchl Muokapza neBoro Xenyaouka,
JIN — neBoe npencepame, MXIN — mexxenynoukosas neperopogka, CAJIA — cuctonuyeckoe faBneHve B neroyHor aptepun, GLS — global longitudinal strain.

Puc. 1. [laHHble MynbTMOAANBLHON BU3yanu3aumm 1o BMelaTeNbCTaa.
Mpumeuanue:

A-B. 9xoKI" unntoctpaums nepeaHe-crcToNMYECKOro ABMXEHNS MUTPANbHOrO KianaHa, a Takke KOHTakTa MUTPanbHOro knanasa v nanuaaspHbIX Mbitw, ¢ MXKT.
C. CkaHVpOBaHWe C 1CMob30BaHNEM HenpepbIBHO-BOMHOBOro [onniepa AEMOHCTPUPYET Hannyme CrnekTpoB, COOTBETCTBYIOLLMX CPefHe-Xenya04KOBO 06CTPyKLMN

1 06CTPYKLMM Ha ypoBHe BTJXK.
D-G. MPT pgemoHcTpauus deHomeHa obamtepaumy nonoctt JIK.

CokpauwieHus: BT/DK — BbIHOCAWWMIA TpakT neBoro xenyaoyka, JOK — neblin xenygouek, MXI — mexokenynoukoas neperopogka, MPT — MarHMTHo-pe3oHaHcHast
Tomorpadus, IxoKIm — axokapamorpadus, LVOTO — left ventricular outflow tract obstruction, MVO — midventricular obstruction, SAM — systolic anterior motion.

teparusg (P3T) arancumaszoii-6eTa, KOTOPYIO MAllMEHT-
Ka TorydJaetr 1 pa3 B 2 Hem. ITO Hacrosimee Bpemst. Ha
¢done poBoanmoii M3T 1o TaHHBIM dXOKapauorpapumn
(Ox0KTI') B mmHAMMKe HAOTIONANCH YBEITMICHIE TOJIIIN-
Hbl creHok JIZK n nHaekce maccsl Muokapna JIZK, Hapac-
TaHUEe MUKOBOro rpanueHTta gapieHus B BTJI2K B nokoe
¢ 43 1o 66 MM pr.cT. (Tabm1. 1).

Ha pucynke 1 npencraBieHbl JTaHHBIC MYJIBTIMOIATE-
HOM BU3YyaJIM3allNy Cepra MaueHTK. MHOTOypOBHEBasT
OOCTpYKIIMSI ObLTa BBI3BaHA HE3HAUYMTCIBHBIM CTCHO-
30M aopTaybHOTO KiamaHa (peak gradient 20 MM pT.CT.,

mean gradient 12 MM pT.CT.), BBIpakeHHON OOCTPYKIIM-
eit BTJI2K (66 MM pT.CT.), a TAKXe CpeaHe-KeIyI0uKOBOM
oocTpykuueit (40 mMm pr.cT.). IlpemcraBieHbl CIECKTPHI
TIpY CKAaHNPOBAHUM C TIOMOIIBIO HETIPEPHIBHO BOJTHOBO-
ro Hormuiepa COOTBETCTBYIOIINE CPETHE-KETyI0UKOBOIA
oboctpykuuu m obcrpykuun BTJIIK. Ilpu marHuTHO-
pe3oHaHcHo# Tomorpaduu (MPT) cepaiia He BbIsiBIIe-
HO crienuuaHoro mist bd oTCpoYeHHOTO YCWICHMUS
B 3amHe-JaTepanbHBIX cerMeHTax (T1 KapTupoBaHuUe He
TIPOBOAMIOCH). BusyanmsnpoBaH (peHOMEH 00IUTepaun
nonoctu JIZK B cucroiy.
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Puc. 2. KnioyeBble ocobeHHoCTH BMeLaTensctea (3CA).
MNpumeyanne:

AHOMaNbHOE

coobuweHue c MHA

Beepenue

BeegeHo 0.5 mna of 95% sraHona

IXO-KOHTPAET;
[

AcenTHyecHan NoBA3|

A. YcTaHOBKa 311eKTPOoAa C aKTUBHOW urKCaLment, NOAKIIOYEHNE K HAPYXXHOMY NOCTOSIHHOMY 3l1EKTPOKapAMOCTUMYNATOPY ("NOAYnoCTOAHHAsA CTUMynaums”).
B. HauanbHas aHrrorpamma nesoii KopoHapHoii apTepuun. BuayananpoBaHbl NOTeHLMaNbHbIE LIENEBbLIE CenTabHbIe BETBU.
C. Mpy nHbekuMmn Yepes pasayToiii 6annoH Emerge OTW (over-the-wire balloon) 1,5*8 mMm (Boston Scientific) onpeaensietcsa aHomanbHoe coobLieHne AaHHOW BETBM

C NepeaHeit HUCXOASLLE apTepuent.
D. BbinonHeHo peno3numoHnpoBaHve 6anioHa B Apyryio BETBb.
E. AHrvorpammMa centanbHoi BeTBY. AHOMabHOTO COOBLLEHNS HET.

F-G. BbinonHeHa TpaHcTopakanbHas 9xoKr, ans aXoKoHTpacTupoBaHus BeefeHO 1 mn cmecn 4% renodysvHa C KOHTPACcTOM U BO3AyXOM (CooTHowenwe 1:1:1).
OTMevaeTcs yeTkas 30Ha nepdy3un, COOTBETCTBYIOLLAS YPOBHIO 0OCTPYKLMM, 1 HE KPOBOCHAOXAIOLLAS HELLeNEBbIE YHACTKM.

H. BoinonHeHa nHbekums 0,5 mn 95% ataHona ¢ nocieayloLwym BuITECHEHUEM ero 13 wadTa 6annoHa HeGOobLLO NopLUmMeit KOHTpacTa.

1. Ha 9xoKT oTmeyaeTcsa obnactb abnauum ¢ 4eTkumm kpasimm ¢ IxoKI™ TeHbIO AMCTanbHEE 30HE BO3AEWCTBHS.

J. OTMeyaeTcs nosHoe ycTpaHeHve rpagmeHta BTJIK 1 ocTaTouHbIin cpeHe-Xenyao4KoBbIi rpafneHT AaBneHns 9 MM pT.cT.

K. Ha KOHTpONbHOW aHrmorpaMmMe 0TMeYaeTCst OKKI031st BTOPUYHON BETBM LIENEBOI CENTaNbHON apTepuin.

L. Hanoxera acenTuyeckasl noBsiaka Ha 061aCTb HAPYXXHOrO MOCTOSIHHOrO CTUMYNISITOPa.

CoxkpatueHusi: BTIIK — BbiHOCALLWI TpakT nesBoro xenynoyka, MXXI — mexokenynoukosas neperopogka, MHA — nepepHsis Huexopsiwas aptepust, 9xoKIm — axokapavorpadus.

Ha ¢pone ®3T un xkBagporepanuu xpoHudeckoit CH,
BKJTIOUatomieit mamammdiro3nH 10 MT, CITUpOHOJIAKTOH
50 Mr, mo3apTaH 25 MT, GUCOIIPOJION 5 MT (MaKCUMAaJIbHO
IepeHoCcHMas 103a), OTMEYaJIOCh YMEHBIIICHIUE MUKPO-
anpoymuHypun ¢ 752 mr/cyt. ot 07.2022 mo 123 mr/cyT.
K 08.2024 1 OTHOCHUTEIHHO CTAOMIBHBIC TTOKA3ATEIISIX CKO-
pocTU KI1y60uKoBoii duiasTpauuu (68 mia/mMuH/1,73 m?
no MDRD or 08.2023, 60,4 mi/mun/1,73 M2 no MDRD
ot 08.2024). Tem He MeHee Yy MAIIMEHTKN HAOTIOOAINCH
YCUJICHHWE ONBIIIKN W CHIDKCHHUE TOJIEPAHTHOCTU K (Du-
3U4ecKoil Harpyske. TecT ¢ 6-MuHyTHOMI X0nb60i1 (T6X)
ot 08.2023: 330 merpoB. T6X or 08.2024: 250 MeTpoOB.

Ilpouecc NpuHATUS pelieHUs

YuuTeiBas IMpomonKaiomeecss yBEIWUCHUE TOJIIH-
HBI cTeHOK JIK M TpammeHTa HaBICHWS, TIPUBOISIIIIC
K obctpykumu BTJIK B mokoe, MMeronIyocs OAbILIKY,
yBemIeHne (PYHKIIMOHAIBHOTO KJacca IO 3, MYJIBTH-

TUCIATUIMHAPHBIM KOHCUJINYMOM, BKJTIOYAIOIINM PEHT-
TEHXUPYProB, CEPAEUHO-COCYIUCTBIX XUPYPIroOB, Kapanuo-
JIOTOB, OblIa peKOMEHIOBAaHA CeIlTaJdbHas PEIyKIIVs
(xupypruaeckass MusKromus). IlpoBemeHa Temememu-
nuHcKast KoHcynpraumst ¢ @I'bY "HMMUI um. axam.
E.H. Memankunaa" Muna3apaBa Poccumn, TmorydeH OTBeT:
HaOJIOIeHNE Y Bpada-Kaparojora 1o MeCTy KUTEIbCTBA.
BroImonHeHne cenTaJbHOM MHOKTOMUM COMHUTEIBHO,
COMPSTKEHO C BBICOKMMM pUCKaMU. [IpomoKuTh maTo-
TeHETUYECKOE JIeYeHHE.

O11eHUB aHATOMMIO CepAlia, JTaHHbIE KOPOHAPHON aH-
ruorpadnn, XelaHWe caMOM MAlMEHTKM, a TakKKe YIH-
TBEIBag uMeromuiica onbIT B JedeHun [KMII namero
LeHTpa, HaMU OBLI cIeiaH BEIOOp B TOJIB3y DCA.

JleTamu BMemAaTeIbCTBA

ITpouenypa DCA BBHITIONHSIACH B aCETITUUCCKUX YC-
JIoBUsX. TeXHWKa BBITIOJTHEHUS BMeIIaTeJIbCTBA ObUIa 10~
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Puc. 3. MynstuMopanbHas Brdyanusauus yepes 3 Mec. nocne sMellatenscraa (3CA).
MpumeyaHue:
A-B. JanHble IxoKTI: cpeaHe-xenyno4KkoBblii rpaaneHT (*midventricular obstruction), nukosbii rpagueHt BT/IX (*LVOTO).

C. MPT eMOHCTPUPYET rMnoakMHETUYHYIO 30HY 6a3anbHOro NepeiHEro NeperopoioyHoro cermenTa JIK B 30He npeaLwecTByoLLero Bo3aenctans 95% ataHonom.

D-F. Pacnpefenenuns ragonuHus Npy no3aHeM yCUNeHu, COOTBETCTBYIoLLee 6a3asbHbIM 1 YaCTUYHO CPEeHVM CErMEHTaM.

Cokpatuenus: BTJDK — BbIHOCSILLMIA TpaKT NeBOro xenyaouka, JDK — nesbiil xenynodek, MPT — MarHUTHO-pe3oHaHcHas Tomorpadus, 9xoKIm — axokapavorpadus,
LVOTO — left ventricular outflow tract obstruction, MVO — midventricular obstruction, SAM — systolic anterior motion.

npobHo onuvcaHa paHee [11]. ¥ naHHOro BMelaTe/bCTBa
AMEINCH CIIeayomme ocobeHHocT. KaTeTepn3npoBaTh
JI2K He ymanoch BBUAY KaJIbIIMHO3a aOPTAJIBHOTO KiTara-
Ha. [Tocie HECKOJNBKMX IOIBITOK IIPONTU aOpTaTbHBIN
KJ1anaH rupodyiIbHBIM TTpoBogHrKoM 0,035 mioitMa pe-
IIEHO BO3IepKaThCsI OT TAaJbHEHIINX TTOMBITOK. PereHo
BBIIOJIHUTH TIporueaypy DCA M30JIMpPOBAHHO IT0H KOH-
TpoJieM TpaHcTopakaibHoro DxoKI 6e3 perucrpaunu
reMOIMHAMMYIECKIX KPUBBIX. [1pn MHTpaoIepariioHHOM
TpaHcTOopakanbHOIT DX0KI' oTMewasics TpagveHT OaBiie-
HUSI Ha a0pTaJIbHOM Ki1armaHe — 20 MM PT.CT., OOCTPYKIIHST
BTJIXK ¢ rpamnenTtoMm maBieHus 66 MM pT.CT., CpegHe-
JKEJIyTOYKOBast 00CTpyKIus 40 MM PT.CT.

Yepes MyHKIMOHHBIN TOCTYIT BO BHYTPEHHEH sIpeM-
HOI1 BEHE CITpaBa B IPaBBIil XeIyIodYeK ITPOBEICH 3JICK-
TPOI ¢ aKTMBHOM (dUKcalneit 1 yCTaHOBJICH B MEXKOKETy-
nmoukoByro neperoponky (M2XKIT). MaumuupoBaHa "Mmo-
JIYITIOCTOSTHHAS" CTUMYJISIINS C 9acTOToil 45 B MUHYTY
B pexkuMe "o TpedoBaHmMIO" (puc. 2).

Uepes mocTym B IpaBoOil JIy4eBOM apTepUM B YCThE
CTBOJIA JICBOII KOPOHAPHOII apTepn YCTaHOBJICH Taiif-
katetep Eacath Sheathless guide 7.5F PB3.5 (ASAHI
Intecc). BrimorHeHa aHrmorpadmst JeBOi KOpOHAapHOIt
aprepun. BrisgBneHa cernrajabHas BeTBb (1iepgoparop), mo-
TeHLMAJbHO clieayomas K neiaeBoMmy pparmenty M2KII
COOTBETCTBYIOIIIEMY YPOBHIO OOCTpyKInu. CerrTajabHas
BETBb KaTeTepusnpoBaHa IpoBogHrkoM Fielder 0.014 inch
(ASAHI Intecc). IMo mpoBogHUKy B Tiepdoparop 3aBe-

IeH KopoHapHbIid 6bayuton Emerge OTW 1,5%8 mm (Boston
Scientific). bauton pasmyrt no 6 arMm. [loarBepxaeHa Ha-
IeXHasl OKKITFO3MSI CeNTalbHOUM BeTBU. Yepes IpocBeT
6amona BBemeH DXoKI' konTpact 1 M (cmech 1/3 Te-
nodysuna 4%, 1/3 kourpacra, 1/3 Bosmyxa). Ilpu uH-
TpaoIllepallMOHHOI TpaHcTOpakaabHOU DxoKI oTmeua-
eTcs omnajecleHuMs 1eneBoro yyactka M2XII, cooTser-
CTBYIOIIAsI YPOBHIO CpemHEe-XeIyITIOUYKOBOIT 0OCTPYKIINH.
Tonmumna M2KIT usmepeHa B COOTBETCTBUM € TEKYILIUMU
pexkoMmenganusaMu ASE [12]. Yepe3 mradt 6asTOHHOTO
kaTetepa BBeneHo 0,5 Mt 95% sTaHoONa ¢ TIOCHEnyIoIIei
aKcro3unuei B redeHne 5 MuH. [lomydeH 3¢ dexT B BU-
I CHIDKCHUST CPEeTHE-KeIYIOYKOBOTO ITMKOBOTO IPaaieH-
Ta gaBieHus ¢ 40 MM pT.cT. 10 15 MM pT.cT. [Ipouenypa
onuTa 3aBepicHa. [lanmeHTKa mepeBeneHa B MajaTy WH-
TEHCUBHOI Tepalmmu. B mociecomepallmoHHOM IIepHoze
¥ TIpA TIOCJICOYIOIMIeM HAOMIOACHUN COXPAHSIJICS CUHY-
coBbIi puTM. Yepes 2 CyT. IMaeHTKa IepeBeneHa B 00-
myroo manary. IlocrmeornepaiioHHBIN TIEPUON ITPOTEeKAal
0e3 OCIIOXKHEHUIA, Ha §-¢ CYT. IaleHTKa ObljIa BBHITIHCA-
Ha M3 CTallMoHapa.

ITocaenyiomee HADMOIEHHE

[Ipu mocenyromieM HAOMIONEHUN B TeUCHHE 3 Mec. Y T1a-
IIMEHTKHA OTMEYAJIOCh YITydIeHre (PyHKIIMOHATLHOTO CTaTy-
ca, cHIkeHne BeIpaxkeHHocTH CH 1o 2 (hyHKIIMOHAIBHO-
ro Kiacca. CHU3WICS ypoBeHb N-KOHIIEBOTO TIPOMO3TOBO-
ro HaTpuitypetudeckoro nenruaa ¢ 2164 mr/mi or 08.2024
10 1567 rir/mi ot 12.2024, yeemmuuics T6X mo 360 MeTpoB.
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[Ipu KOHTPOIFHOM XOJIITEPOBCKOM MOHWTOPHPOBAHUH Ye-
pe3 3 Mec. — pUTM CUHYCOBBIH, TIOCTOSTHHAST TIOJTHAST OJTOKA-
I1a mpaBoit HOXXKM mydka Tuca. [Tpu konTpoabHOo DxoKT
OoTMedaeTcsl TIMKOBBIM TpamneHT paBineHus BTJIK 9 mwm
PT.CT., CpeIHe-KeJTyIOUYKOBBII ITMKOBBII TpaIleHT OaBlic-
Hust — 6 MM pr.ct. Ha MPT orMmevarorcst 3aKOHOMEPHBIE
U3MEHEHUS B BUAE OTCPOYEHHOIO YCUJIEHUS B Oa3aabHbIX
" cpemHmX Trepenaux cermeHTax JIK (puc. 3).

00cyxaeHue

JaHHBIA caydail MUTFOCTPUPYET TEXHUIECKYIO BO3-
MOXHOCTB, 6e301macHOCTh 1 3 dekTnBHOCTE DCA y T1a-
LIMEHTKHA, cTpanatoreit bd.

B o0Ob1yHOIT cuTyaluu, OOHUM U3 KPUTEPUEB OTOO-
pa 6opHBIX Wit DCA IBIIeTCS MUHUMATbHAST TOJIIIH -
Ha M2KIT >16 mMm [13]. OcHOBHOI MpOGIEMOI JaHHOM
npouenypsl 0b1a nepemeHHas ToamuHa M2KIT B uene-
BOi1 30He OT 13 MM 10 17 MM, 4TO cO31aBaIO MMOTEHIIMATb-
HBII pUCK TPO3HOTO OCIIOXKHEHUS SITPOTCHHOTO CEIITaTh-
Horo medekTa. [ToaToMy Ipy BEITTOTHEHUN a0JIallMy UC-
I0JIb30BAIUCh yabTpaMmable 103bl 95% stanona (0,5 mi).

OOcTpyKIMsT ObLIa BhI3BaHA KaK II€pEIHE-CUCTONM-
YeCKUM IBIDKCHUEM MUTPAIBHOTO KJIallaHa, TaK U KOH-
TaKTOM TUNEPTPOGUPOBAHHBIX IMANMLISIPHBIX MBIIIIIT
¢ neperoponkoii. [Toatomy oxxuaanust ot 3¢eKToB ceri-
TaJIbHOM penyKIINKU B M30JIMPOBAHHOM BHe (0¢3 BMEIIIa-
TETbCTBA Ha MAIMLUISIPHBIX MBIIIIAX) ObUIM CKPOMHBIC.
Tem He MeHee B mepro HAOMIONCHUS M0 3 MEC. MBI OT-
METWJIM 3HAYNMOE CHIDKCHUE BHYTPHUITOIOCTHBIX IpaIy-
CHTOB HaBJICHMSI.

Bo BpeMs BMeIIaTebCTBa U B TTOCIICAYIONMIEM paHHEM
TTOCJICOTIEpAlTTIOHHOM TIEPHOAE MBI MCITOJIB30BAJIM TaK Ha-
3bIBAEMYIO "TIOJTYIIOCTOSTHHYIO" CTUMYJISIIIVIO, KOTa IpU-
MEHSIETCS 3JIEKTPOI C aKTUBHOI (hUKcaIieit K IIpaBoOM Xe-
JIYIOYKY, KOTOPBIN (PUKCHpYeTCs TaKKe K KOXe 1 K ITOCTO-
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