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I'MIEPTPOPUYECKAA KAPAUOMMUOIIATHUA: CTPATEI'NM PEAYKIUHU
IHEPETOPOJIKH U NIOCJIEOIIEPAIIMOHHASA PEABUJINTALIUA

d . http://dx.doi.org/10.5281/zenodo.17444303

AHHOTALUSA
CraTbst TOCBSIIEHA XUPYPTUYECKMM W WHTEPBEHIMOHHBIM  CTpPATETUsM  JICUCHUS
OOCTPYKTHBHOH  rumepTpouyeckoil  KapIMOMHMONATHM C  aKIEHTOM Ha  PEAyKLHIO
MEXOKETYyI0UKOBOM MEeperopofiku M MOCHeAyIOIy0 peadunuTanuio. B OCHOBY H3J10’KEHHBIX
MOJIX0/I0B TOJIOKEH aHajdu3 KIMHUYECKUX peKOMeHIaluii Poccuiickoro Kapamoiorudeckoro
obmectBa (PKO, 2025) mno Bemenuto ['KMII, Bximrouas wuHpOpManmuu 1O CeNTaIbHON
PEeNyKIIMOHHON Tepanuu U peadmiuTanuu. PaccMaTpuBaroTCsl KIMHUYECKUE TTOPOTH AT Iepexoaa
K MHBa3MBHOHM TakTHKe, BKIo4as cumnroMatuky no mkane NYHA Ill-1V kmaccoB Ha ¢one
ONTUMAJILHOW MEIMKaMEHTO3HOW Tepanmuu M TeMOJMHAMUYECKHE KPUTEPUM B BHJE 3HAUUMOIO
IpaeHTa B BBIXOJHOM TpaKkTe JIEBOTO JKelIyAoudka. IIpoBoauTcs CpaBHUTENbHBINH aHAIN3
CeNnTalbHOI MHOPKTOMHUH U 3TAHOJIOBOH ceNTalbHOW abjaluy MO KpUTEpHUSIM 0TOOpa, MEXaHU3MY
yCTpaHEHUs1 OOCTPYKLHH, OXHUTaeMoMY 3(P(eKTy Ha CHUMITOMBI M TOJEPAHTHOCTh K HAarpyske,
YCTOMUMBOCTH pe3ysibTara, MNpo(UII0 OCIOKHEHUH U TNOTpeOHOCTH B  PEHMHTEPBEHLHUU.
[Ipenyaraercss momaroBslii alrOpuT™M BbIOOpa METONA PEOYKLUU C YYETOM BO3pacTa, aHATOMHUHU
NEPEeropoAK M MOJKJIANAHHBIX CTPYKTYp, HEOOXOIMMOCTH COIYTCTBYIOIIEH KOPPEKIIUH
MUTPAIBHOIO KJIallaHa, MCXOAHBIX HApYUICHUH NpPOBOJUMOCTH M MPEANOYTEHUI MalnueHTa B
pamkax KomaHaHoro pemeHus. CdopMynupoBaHbl KpuUTepuH O€30IMaCHOTO BO3Bpara K
MIOBCEJHEBHOM aKTUBHOCTH M TPYAY, OPHEHTHUPHI JUIsI KOHTPOJIA KayecTBa M MapKephl
HE00X0IMMOCTH 3cKajauuu HabmroneHus. CTaTbs afipecoBaHa MyJIbTUAUCIUIUIMHAPHONW KOMaHJIE U
HalleJIeHa Ha YHU(PHUKAIMIO XUPYPrHYECKON TaKTUKU U PeaOUIMTALMOHHBIX MApIIPYTOB.
KawueBble ciaoBa: runeprpoduueckas KapAuoMHonaTtus, (EHOKONWH, BHe3amHas
cepAeyHas CMepThb, CTpaTU(HKAIMS PUCKA, CENTajdbHAs MHOAKTOMHS, ATAHOJIOBas abiarus
NEePeropoakH, MpouIaKkTUKa, TMCIaHCEpHOE HA00IeHHE, peaObuInTaIus.

Rasulova Nargis Zafarjonovna

Republican Specialized Scientific and Practical Medical
Center of Cardiology, Tashkent, Uzbekistan

ORCID: 0009-0008-8661-3057

HYPERTROPHIC CARDIOMYOPATHY: SEPTAL REDUCTION STRATEGIES AND
POSTOPERATIVE REHABILITATION
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ABSTRACT
The article focuses on surgical and interventional strategies for managing obstructive
hypertrophic cardiomyopathy, emphasizing interventricular septal reduction and subsequent
rehabilitation. The approaches presented are based on an analysis of the Russian Society of
Cardiology (RSC, 2025) clinical guidelines for the management of hypertrophic cardiomyopathy,
including the sections on septal reduction therapy and rehabilitation. It considers clinical thresholds
for escalation to invasive management, including New York Heart Association (NYHA) class I11-
IV symptoms despite optimal medical therapy and hemodynamic criteria in the form of a significant
left-ventricular outflow tract gradient. A comparative analysis is presented for septal myectomy and
ethanol septal ablation with respect to selection criteria, mechanisms of obstruction relief, expected
effects on symptoms and exercise tolerance, durability of outcomes, complication profiles, and the
need for reintervention. A stepwise algorithm for choosing a reduction strategy is proposed,
accounting for age, septal and sub valvular anatomy, the need for concomitant mitral valve repair,
baseline conduction abnormalities, and patient preferences within a heart-team decision framework.
Criteria for a safe return to daily activities and work are articulated, along with quality-of-care
benchmarks and markers indicating the need to escalate surveillance. The article is addressed to a
multidisciplinary team and aims to standardize surgical tactics and rehabilitation pathways.
Keywords: hypertrophic cardiomyopathy, phenocopies, sudden cardiac death, risk
stratification, septal myectomy, ethanol septal ablation, prevention, dispensary/long-term follow-up,
rehabilitation.
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GIPERTROFIK KARDIOMIOPATIYA: SEPTAL REDUKTSIYA
STRATEGIYALARI VA OPERATSIYADAN KEYINGI REABILITATSIYA

ANNOTATSIYA
Magola obstruktiv gipertrofik kardiomiyopatiyani boshgarishning jarrohlik va intervension
yondashuvlariga bag‘ishlangan bo‘lib, qorinchalararo to‘siq devorini kamaytirish hamda undan
keyingi reabilitatsiyaga urg“u berilgan. Tagdim etilgan yondashuvlar Rossiya kardiologik jamiyati
(RKJ, 2025) tomonidan gipertrofik kardiomiyopatiyani yuritish bo‘yicha klinik tavsiyalar tahliliga,
xususan septal reduksion terapiya va reabilitatsiyaga asoslanadi. Invaziv taktikaga o‘tish uchun
klinik mezonlar- optimal dori-darmon terapiyasiga garamay NYHA [lI-IV sinf simptomlari
saglanishi va chap qorincha chigish yo‘lida sezilarli bosim gradienti kabi gemodinamik
ko‘rsatkichlar ko‘rib chigiladi. Xirurgik davo usulini tanlash mezonlari, obstruktsiyani bartaraf etish
mexanizmi, simptomlar va jismoniy yuklamaga chidamlilikka ta’siri, natijaning barqgarorligi,
asoratlar profili hamda qayta aralashuv ehtiyoji bo‘yicha taggoslanadi. Kundalik faoliyat va
mehnatga xavfsiz gaytish mezonlari, hayot sifati nazorati ko‘rsatkichlari va kuzatuvni kuchaytirish
zarurligini bildiruvchi markerlar belgilab beriladi. Magola multidistsiplinar jamoaga mo‘ljallangan
bo‘lib, jarrohlik taktikasini va reabilitatsiya yo*nalishlarini unifikatsiya gilish magsad gilingan.
Kalit so‘zlar: gipertrofik kardiomiyopatiya, fenokopiyalar, to‘satdan yurak o‘limi, xavf
stratifikasiyasi, septal mioektomiya, etanol septal ablatsiya, profilaktika, dispanser kuzatuvi,
reabilitatsiya.

BBenenune. I'mneprpopuueckas xapamomuonatus (KMII) [3] — sto HacnmenctBeHHOE
3a0oJIeBaHME CepAlla, ONpeensieMoe Kak HeoObACHUMAas rumepTpodus Muokapaa (daiie BCEro
JDK) tonmmuoit >15 MM (y B3pOCIHBIX) /WU >2 Z-KpuUTepus y JETel, KOTopas He MOXKET ObITh
MOJTHOCThIO  OOBSICHEHAa XPOHUYECKOH TMeperpy3koi JaBlieHHMEM, MOpOKaMU cepiana Wiu
cucTeMHbIMU 3a0oneBanusMu [15]. B tunmunsix ciaydasx 'KMII nposiBasieTcs acMMMETpHUYHON
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runeprpodueit Mmexoxenynoukopoir neperopoaku (MXII) ¢ cyxxenunem nonoctu JIK, penomenom
Xa0THUYECKOW JIe30praHu3aiuu KapauomuonutoB («disarray») [3] u ¢ubOpozom muokapaa [1].
Huarno3 T'KMII craButcs MeronoMm Bu3yanuzauuu (3xokapauorpadus w/mmm MPT) mpu
BBISIBIICHUY YKA3aHHOM CTETICHH THIIEPTPO(UU CepACYHOM CTEHKH IN VIVO 1mocie UCKITIOYEHUS] HHBIX
npuunH runeptpodpun [20]. Crenyer Mmom4epKHYTh, YTO HaJUYME BBIPAXKEHHOW TUIEPTpOPHUU
MHOKapAa camMo 1o cebe He sBagercs cuHoHUMoM ['KMII: HeoOxomumo oTCyTCTBHE
QIbTEPHATUBHBIX IIPUYMH, TAKUX KAaK XPOHUYECKasl TMIIEPTOHHUS, aOpTalbHBIA CTEHO3, aMHJIOMI03
cepAlla WK Apyrue HHQUIBTPaTUBHBIE U MeTabonnyeckue 6one3nu [7].

Mopdonoruueckas knaccupukanus ['KMII 6azupyercs Ha pacnpeneneH|uH THIIEpTpOUH B
MUOKap/ie. BeIenstoT HecKkolbKO BapruaHToB Mopdonoruu [14]:

= Acummerpuunas (centanpHas) ['KMII - runeptpodus npeumymectsenno MIKIT
(uacTo ¢ BOBJIeYEHHEM O0a3albHBIX CETMEHTOB), KOTOpas MOXKET COYETaThCsl C YMEPEHHBIM
YTOJILIEHUEM JIPYTHX CTEHOK. DT0 Hamboisee yacTbiil Tun (=80% ciyuyaeB); B KPYIHBIX pErUCTpax
~46% mnanueHToB uUMelOT runeprpoduro 6azanpHoi yactu MXII, a ~38% — Tak Ha3piBaeMylo
«IBOSIKOBBITYKITYI0» (opmy MXKII (reverse curve) co cpenHe-centaiabHOM rumeptpopueit [3].
KomoOunanus yrommenus MXKII u runeprpodun npyrux cermentos JOK (Hampumep, naTepaibHoM
WJIM 3aJHEW CTEHKH) TaK)K€ OTHOCUTCS K aCUMMETPUYHOMY THILY [7].

= AnukanbHas ['KMII- npeoGuagaromas runeptpodus Bepxymku JDK (wacto ¢
BOBJICUEHHUEM CPEIMHHBIX CEIMEHTOB). DTOT BapuUaHT BeTpedyaeTcst npuMepHo y 8—10% nanueHTos,
qalle B a3MaTCKOM IOIMYJIALMH, M XapaKTEpU3yeTCcsl TUIMYHBIMA T'MTAHTCKUMHU OTPULATEIBHBIMHU
syomamu T na OKI [3].

. CpennexenynoukoBasi (mMenuanbHas) ['KMII-  yTommeHue mnpeuMyniecTBEHHO
cpeanero otaena MXKII u npoTuBononoxHoi cBodoaHoi crenku JOK, mpu koropom nosmocts JIK
npuobperaeT GopMy «IECOUHBIX YAaCOB» C BO3MOXHBIM (POPMHUPOBAHUEM AMKAIBHOM aHEBPU3MBI
[5]. Taxoif BapuaHT CpaBHUTEIBHO peloK (10 3% ciy4yaeB) U HEPEIKO COUYETAETCS C TSDKENBIM
TEUYEeHHEM, BHICOKUM PUCKOM OOCTPYKLUHU U 00pa30BaHUEM aHEBPU3MBI BEPXYIIKH [7].

. Cummerpuunas (konuentpuueckas) 'KMII - muddysnas runeprpodus Bcex cTeHOK
JOK [4]. UucTo KOHLIEHTpUYECKHH (EHOTHII BCTpeuyaeTcs JIMIIb NpuMepHO Yy 1% mMamueHToB ¢
I'KMII, u B kaxaoMm ciay4dae TpeOyeT TIIATEIbHOIO HMCKIIOYEHUs TUIEPTEH3UH, aMHJIOWI03a U
uHBIX npuuuH runeptpopun. Cummerpuunas I'KMII Gnmxe mo mopdosiornu K pecTpuKTUBHON
KapIMOMUOMATHUU ¥ OOBIYHO COMPOBOXKJIAETCS TSHKENOM TuacTonndeckoil tucynkuuei [2].

Kpome mnepedncieHHOro, B NPaKTHKE HMCIOJIb3YKOTCS AONOJHUTENbHBIE XapAaKTEPUCTUKHU
runeprpopun  [16]. B dyacTHOCTH, 1O MakcuMmainbHOW TodmMHe Muokapaa JDK I'KMII
NoJpa3lesisloT Ha (opMbl ¢ yMepeHHOM runeptpoduer (<18 MM), NPOMEKYTOUHOH H
sKcTpeManbHOu (=30 Mm) [4].

Hanuune skctpemanbHoi runeptpoduu (ToimuHa >30 MM) camo 1o cebe paccMaTpUBaeTCst
kak (akrtop pucka BCC u oTHeceHO K TMOKa3aHUSAM [UId HMMIUIAHTAllUM KapauoBepTepa-
nepudpmnstopa (MKI) B coBpemeHHbIX pexomenpanusax [17]. ns cTranmapTu3anuul OMUCAHHS
TCHETUYECKUX KapJroMuonaTuii npemioxena cucrema MOGE(S), koTopast it KayKI0ro HaiueHTa
koaupyetr mMopdonoruueckuii (M), opranssiii (O), renernyeckuit (G) medexr, ITHOTOTUUECKHIA
cyocrpar (E) m cramuitnocts (S) 3aboneBanus [22]. Ilpumenurensno k ['KMIT MOGE(S)-
KJaccu(uKaus MO3BOJSET YKa3aTh KaK KIACCHYECKMH runepTpoduueckuil (EeHOTHN, Tak U
coyeranue ¢ awiaramueit JDK, pecTpukuueil, apuTMHsIMH, a TakKe YTOUHUTh MYTaLUIO (eciu
nu3BecTHa) [25].

Xupyprudeckue i HHTEpBEeHIIHOHHbIC METObI JIeYCHHUS

OcHoBHOM xupypruueckuii wmeron JjedeHuss ooOctpykruBHoi ['KMII-3T0 cenranphas
MHUO3KTOMHUS (omepausi Moppoy), 3akirodaroniascs B pe3eKIUH YTONIEHHONW Oa3zanbHON 4acTu
MXII u3 nmonoctu JDK uepes aopranbHbiil knamaH [16]. AnbTepHaTMBHBIM MajJOMHBA3UBHBIM
CIOCOOOM YMEHBIIEHHsI CENTAIbHOM Macchl sBIsieTcs cnuproBas cenrtanbHas abmanus (OCCA,
DCA)- upeckareTepHoe BBeneHue 96% stanosna B septal perforator BeTBb mepemneit HUCXOIAIICH
apTepuu, KpOBOCHAOXKAIOIIYI0 30HY KOHTaKTa MHUTpaJbHOW CTBOpPKU ¢ meperopoakoit [10]. Oba
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MeToZia HampaBieHbl Ha peaykiuio MXKII, To ecTh CHUXKEHHME CTENeHH OOCTPYKIMH 3a CYET
YMEHBILIEHUS TOJIIMHBI IEperopoakH [17].

[Toka3aHus K cenTaJbHOW pEenyKIMH YETKO perjiaMeHTHpOBaHbl [3]: 3TO OOCTPYKTHMBHAs
I'KMII ¢ BeipaskeHHbIMU cuMniToMamu (oapiiika, cuakone), XCH -1V ®K, ne nongaromumucs
ONTUMAJILHOW MeIMKaMEeHTO3HON Tepanuu [27]. OOs3aTesbHOE YCIIOBHE- T'PAJAUEHT BBIXOJHOM
Tpakre jeBoro xenynouka (BTJIK) >50 mm pr.cT. (B mokoe wim nipu Harpyske) [3].

Ecnu manmeHT OTBEYaeT 3TUM KpPUTEPUSM, €My PEKOMEHJOBAHO XUPYPTHUECKOE WIIU
MHTEPBEHIIMOHHOE BMEIIATENbCTBO UId  ycTpaHeHus oOctpykuuu (kmace |) [3].  CormacHo
COBPEMEHHBIM JaHHBIM, CENTajbHAasi MHOJKTOMHUS B OINBITHBIX LEHTpPax CONPOBOXKIACTCA
TOCHUTAJIBHON JIeTaIbHOCThIO <1-2%, ymyumiaer cuMnToMbl Y >90% OONBHBIX W MMEeT HU3KHN
puck ocnoxuenuil [19]. Iloaromy oHa cunTaeTcs «30J0ThIM CTAHIAPTOM» JIEUEHUSI OOCTPYKTHUBHOMN
I'KMII [5]. DranonoBas abianus HECKOJIbKO MeHee 3(pdeKkTuBHA M colpspkeHa ¢ 0ojiee 4acThIM
pasButuem AB-Onokanel, TpeOyromedt umiutantaunu OKC (mo 10-20% cmywaeB), onHako He
TpeOyeT CTEPHOTOMUHU U MOXKET OBITh MPEANOYTUTEIbHA Y TIOKHIIBIX MTALIUEHTOB C COMYTCTBYOMIEH
MaTOJIOTHEH BBICOKOTO XUpyprudeckoro pucka [19]. Beibop meroga— CMD nnu DCA— 3aBUCHT OT
MOpa)KEHUs!, HAINYKS COMYTCTBYIOUIUX BHYTPUCEPACUHBIX MPOOIEM H OIbITa KOHKPETHOTO LIEHTpa
[3]. (PucyHok 2)

*[Ipumeuanue. AmantupoBano u3: Bokeria |.A., Shlyakhto E.V., et al. 2025. [3]
Puc. 1. AaropurMm BbpIOOpa XMPYPru4eCKOro/3JHAOBACKYJISPHOr0 BMeIIaTeNbCTBA Y
nanueHToB ¢ 'KMII

I'KMII, pedpakrepHas K hapmakoTepanuu
+ makc. npoBouupyemstii I'JI B BTJIK >50 mm pr.cT.

! !

+ opranuueckue nopaxenust MK, + aHomanuu [TM
He cBsizaHHble ¢ TKMIT

Y

CenrabHasi MUOSKTOMMUSI CenTalbHasi MUOSKTOMUSI
+ nporesuposanne MK +/- nnactuka MK

A

CpeiHe-Xe/y104KoBasi

BasanbHast o6cTpyKLMs AnukaibHast 06 KLU
DYRL 0BCTPYKLMS IOV
TpaHcaoprajibHast
TpaHcaoprajibHas W/Win
CenTajbHast MUOSKTOMMUSL TpchanMKa.rleaﬂ

TpaHCaluKaJbHast
CcenTajibHast MUOSKTOMMSI

WJIN 3TAaHOJIOBAst
cenTajbHasi abauus

CenTalibHasi MMO3KTOMUSL

MooapIM ManueHTaM U O0JIbHBIM ¢ KOMITJIEKCHOM HaTosIorueil cep/ua NpearnouTUTENTbHO
BBITMOJHATh XUPYPrUYECKYI0 MHOIKTOMHIO, TOT/Ia KakK MallMeHTaM CTapLIMX BO3PacTOB 0€3 HHBIX
MIOKa3aHUH K ollepanuuud MOXHO paccMoTpeTb JCA Kak MeHee MHBa3MBHBIM BapuaHt [1]. B
pexomenpanusax PKO-2025 npsMbIM TEKCTOM CKa3aHO: NMPU HAJIMYMM IOKA3aHUH K PENYKLIMH
MXII y mnanueHToB, KOTOPBIM OJHOBPEMEHHO TpEOyIOTCS JApYyrue KapIuOXHpPyprUyecKHe
BMeEIIaTeNbCcTBa (KOPPEKIMS MUTPAJbHOrO KJalaHa, IIYHTHUPOBAHUE, YCTPaHEHHE aHOMAJIHii
NanWUISIPHBIX MBI, JabupuHT-ipoueaypa npu @I u T.1.), cieayeT BHIIOIHATh XUPYPTUUYECKYIO
CMD - ona npeanoutrurensHee JCA (xmacc |) [4]. DCA xe paccmarpuBaercs y MAlMEHTOB, Y
KOTOPBIX HET HMHBIX IMOKa3aHUIl K XUPYPruH, MEpPeropojKa OTHOCHUTEIBHO TOHKas (<16 MM) u
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aHATOMHUS CeNTalbHOW BeTBU OmarompusitHa s goctyna [1][3]. OtaenbHO BBIAENSAIOT
ciyyau anukaiabHoH ['KMII Ge3 oOctpykuuu BTIDK, HOo ¢ Tsmxénoit XCH -1V ®K: takum
OOJIbHBIM ~ MOKET OBITh  BBINOJHEHA allMKaJbHAas ~MHOTOMMSI-MHOIKTOMHUS —  PACIIMPEHUE
anukanbHOU monoctu JOK xupyprudeckum myTeM, YTO YMEHbBIIAET AMACTOJIMYECKOE JIaBJICHUE U
yaydmaer cepaedHsii Beiopoc (kmace 11b) [3]. Takas onepauus peaka, mokasaHa MmpH TsDKEICHIIeH
PECTPUKTHBHOM TI'e€MOJAMHAMHUKE y pedpaKTepHbIX MalMEHTOB Oe3 aJbTepHATHUB, U BBIIOJIHAETCS
JIMIIb B HECKOJIBKUX LIeHTpax mupa [10].

*[Ipumeuanue. AmantupoBano u3: Bokeria |.A., Shlyakhto E.V., et al. 2025. [3]

Puc. 2. Ilokazanns k pexyxkuun MKIT (CMJ/3CA) [3]

Kputepun Ilokasanus

XCH -1V ¢ynkumonansaoro kiacca NYHA ¢ ©B JIK
>50% w/unM Hamuuue APYTUX TSHKEIBIX CUMIITOMOB (OOMOpOKH,
Knaunnueckue npeJoOMOpPOYHBIE  COCTOSIHMSA,  CHHJAPOM  CTEHOKapAuu),
CYIIECTBEHHO OIpaHMYMBAIOIIUX ITOBCEIHEBHYIO aKTUBHOCTb,
HECMOTPS Ha ONTUMAJIBHYIO MEIMKaMEHTO3HYIO TEPaIHIo.

O6ctpyktuBHass ¢opma ['KMII (B mokoe wumm
unayuupyemas) ¢ IJl B BTJDK >50 mm prcr, koropas
acconuupoBaHa ¢ runeptpopueir MIXKII wu  mepenne-

I'emognHaMuuec
KHe CUCTOJIMYECKUM JBUKEHUEM CTBOPKM MHTPAIBHOTO KJIalaHa,
OpyruMu  aHoMmanusmu anmapata MK (Xopapl, ManuuisspHBIX
MBIIII) W pedpakTepHas K MPOBOAMMON Tepanmuu B IOJTHOM
o0beMme.
Tommumua MIKII, nocratou”as miag Oe30mMacHOro U
3(h(dEKTUBHOIO BBINOIHCHUSA OIepaluyd WiIKM Ipoueaypsl (IIo
AHaToMH4ecKHe b pall poueaypst (

MHCHHIO onepaTopa), COCTOSHHC aIlliapara MK u IIOAKJIAIIaHHBIX
CTPYKTYP, COUCTAHHBIC aHOMAJIMU KOPOHAPHBIX apTepI/Iﬁ.

TexHnKa U pe3yJibTaThl

CentanbHas MUO3KTOMHUSL OCYHIECTBIISIETCS 4YEPE3 CPEIMHHYKO CTEPHOTOMHIO B YCIIOBUSX
UK [20]: wuepe3 aoprajpHbIi KJIamaH XUPYpPr  yAajdseT MHPOJOJIrOBaTBII  Kycoudek
runeprpodupoBannoit MXKIT pasmepom ~1,5%X5cm B obmactu subaortic outflow, pacmmpsis
BbIHOCSIIUHN TpakT. [Ipu Heo6XonuMocCTH pa3pe3 NpoaIeBaoT IIyoke K BepXyLIKe («paclIupeHHas
MHOSKTOMHS») U BOKPYT OCHOBAaHMH MHANMJUIAPHBIX MBIIII- 3TO HYXXHO INPHU JIBOSIKOBBITYKIIOH
¢dopme MXKII [16], uToOBI yCTpaHUTB CpeIHECENTAIBLHYIO 00CTPYKIHUIO. Ecian nMeroTcst aHoMalibHO
PAacIoNIOKEHHbIE WM CIMBIINECS MAaNWUISPHbIE MBILIIBI, UX PACCEKAIOT MM YaCTHYHO YAAJISIOT;
[IATOJIOTUYECKUE XOpAsl — nepecekaroT [24]. Ilpu comyTcTByrOIIEM Ipojance MUTPaIbHOTO
KjamaHa wid (QUOpPO3HO M3MEHEHHBIX CTBOpPKax [28] — BBIMONHAIOT IUIACTHKY, peXe —
IIPOTE3UpOBaHUE KiamaHa [7]. B cloXHBIX cilydasx JOCTYIl K IEPEropoJIKe BO3MOXKEH U 4epes3
npaBelid xemygodek (depes3 ero outflow-tract)- Takas TexHuka mpuMeHseTCS, HapUMeEp, Yy JeTei
WIA TP BBIPQKEHHOW TUIEPTPOPHH C OTHOCHUTENBHOW cyOaopTaibHOM y30cThio [9]. OOmias
npoponkuTeabHocTh MK 00biuHO He mpeBblmaer 60 MHHYT, PUCK OCIOXXHEHUH HEBBICOKHH.
Hawnyumme pesyibTaThl AOCTHralOTCs B LEHTpax, BBIMOJHSIOMHNX> 20 MHOSKTOMUIN €XKETroaHO,
YTO MOAYEPKHYTO B PEKOMEHAALUAX (ONEepaTOpPCKHil OmMBIT — KIIo4eBOi (akrop ycmexa) [23].
Hemennennsiii agpdexr onepauuu- cumxenue rpaguerta BTJDK (wacto ¢ 80-100 MM pr.cT. 1o 0—
10 MM pT.CT. OCTaTO4HO) W wucYe3HoBeHHEe SAM-cuHApOMa; KIMHUYECKH — YIIyYIIEHUE
TOJIEPAHTHOCTH K HAarpy3ke YK€ B paHHEM IOociieoNepalMoHHOM nepuone [5]. 'ocnuranbHas
cMepTtHOCTh <2% (B Bemymmx neHtpax ~0,5%), ocHOBHoe ocinoxHeHune- AB-O6mokanma (~5%,
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tpedyromas noctossuHoro DKC) [10]. Otnanéuuele pe3ynabTaThl oTinYHbIE: Y ~90% ManueHToB
croiikoe kmuHuueckoe ynyumenue NYHA no I-1l, rpaauenT octaércst HU3KUM.

Omnepanuss He WH3JIEUMBAET TeHETHYecKoe 3al0ojieBaHME, M TMALMEHThl HYXXIAIOTCA B
JanpHeimeM HaOMIoeHUH, TaK KaK COXPaHSETCs PUCK apUTMHHA M mporpeccupoBaHus (pudposza
(xoTs u wMmeHbmud, uyeM Oe3 omepamuu) [24]. Tem He MeHee mokazaHo, uTo 10-meTHss
BBDKHMBAEMOCTh TIOCJIE YCIIEUTHO BBIMOJIHEHHON MHOAKTOMHUU MPUOIMKAeTCsl K OOIIel MOMmysiuu
aHAJIOTMYHOTO T0J1a ¥ Bo3pacTta [21].

*TIIpumeuanue. AnantupoBano u3: Bokeria |.A., Shlyakhto E.V., et al. 2025. [3]

Puc. 3. AaropurMm Bo160pa MmeToaa pexyxkuun MIKIIL.

<40 ner Bospacr > 60 nier

BuICOKMIT XHPYPrHYECKHit PHCK M0 KOHKYPHPYIOLIEH NaToNOrHu

HeobxoaMMOCTb CONnyTCTBYIOLIETO KapAHOXHPYPrHUECKOTO BMEILIATENLCTBA
(xupypruueckas abnauns OI1, AKII, onepauuy Ha Apyrux Kianasax u ap.)

CpeaHe-KenyI10uKoBas WK anuKaibHas 00CTpYKLHS

Tonumna MXKIT 230 mm

BIHIIT HexonHble 610KaIb! 10 BMELIATEILCTBA

(puck ABB I1I ct.) BITHIIT

AHATOMMSI CENTANBHLIX BETBEI KOPOHAPHBIX apTepuit noaxomt wist SCA
(1aeHTHHLUMPOBAHA CENTANbHAS BETBb, CHAGKAIOWIAS HCKTIOUHTEIBHO 6a3aNbHYIO
vactb MKII B 061acTit MUTPATBHO-CENTANTBHOIO KOHTAKTa)

AHOMA/IHH NOAKJIANAHHBIX CTPYKTYp MK,
ABSIOLINECS KOMITIOHEHTOM OOCTPYKIIMI

BepemeHHOCTD + nokazauus K peaykunn MK

MuTpanbHasi HEIOCTATOYHOCTD 3 CTENEHN

OueHb BbICOKHIT rpaaueHT Aasnenns B BTJEK (>100 mm pr.ct.)

CrnuproBast cenTaibHas aOnanus MPOBOAUTCS HMHTEPBEHUIHMOHHBIMU KapJHOJIOraMu B
pentrerHonepanonHoit [10]. ITox MecTHOI aHecTe3uel BBIMOIHAIOT KOPOHAPHYIO aHTHOrpaguio,
UACHTUOUIMPYS TEPBYIO NEepPOpPHUPYIOLIYI0 CENTAIbHYI0 BeTBb. YUepe3 MpocBeT OaNIOHHOTO
KaTeTepa BBOJAT 1-3 MJI 3TaHOJNa, MPEIBAPUTENbHO OKKIIO3MPOBAB BETBb OAJUIOHOM, — CIUPT
BBI3BIBACT JIOKAIBHBIN MH(MAPKT meperopoaku u e€ mocieayromiee ucronuyeHne Ha 20-30% [15].
[Iporerypa compoBOXIaeTcs KOHTPOJIEM TpajueHTa MO JONIIepy WM BHYTPUXKETYJOYKOBOMY
JaBieHuto; npu >pdextuBHoi abnauuu I'Jl magaer Ha >50% yxe B mporecce (3a CUET aKMHE3UH
abnsumonHoro cermenta) [17]. Uepes 1-2 wmecsma ¢opmupyercs pyoOen, U Tmeperopoaka
CTaHOBUTCS TOHbLIE. ['pasueHT CHMXKaeTcss B cpeiHeM ¢ 65 1o 15 MM pT.cT., QyHKIMOHAIBHBIN
kiacc ynmyumaercss Ha 1-2 ctynenu y ~80% nanuenTtoB [3]. OCHOBHON MHMHYC — HCKYCCTBEHHO
CO3JIaHHBI MH(APKT MOXKET 3aTparuBaTh NMpoBojsulyto cucremy (AB-6mokana Il — y ~10-20%
NAaIMEeHTOB, OOBIYHO Cpa3y BO BpeMs MpOLEIypbl, MO3TOMY YacTO 3apaHee HMIUIAaHTUPYETCS
BpemeHHBIH DKC) [13]. JletranbrocTs DCA B coBpeMeHHBIX cepusix ~0,5-1%. Ortnanénno y ~10%
nanueHToB 3(@(eKkT HeAOCTaTOYHBIM, W OHM BCE K€ WAYT Ha Omepanuio (OCOOCHHO MOJObIe
<40 ner) [3]. 3BecTHO TaKkke, YTO y MAIMEHTOB C OYEHBb TOJCTOU meperopoakor (>30 mm) DCA
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MOKET OKa3aThCsl HEMOJHONW — TEXHUYECKU BBOJUTH MHOT'O CIIMPTA PUCKOBAHHO M3-3a PACLIUPEHHUS
Hekpo3a. [lostomy TakuMm OOJBHBIM MpeanoYTUTENbHEE cpazy MuoskToMus [12]. C npyroit
CTOPOHBI, y MalMeHTOB ¢ meperopoakoit <16 mm ICA cTomnb ke d3PPEeKTUBHA, KAK MUOIKTOMUS, U
HecEéT cpaBHUMBIM IporHo3 [18]. B c¢BA3M ¢ 3TMM eBpomneiickue skcnepTsl ponyckaroT DCA kak
aJIbTEPHATHBY Jla)K€ Yy OTHOCHUTENBHO MOJIOJBIX IALlMEHTOB IPH «TOHKOI» meperoponke (15—
17 mM), TOra KaKk aMepUKaHCKHUE KapAUOJIOTH TPAAULIMOHHO 0OJiee CKIOHHBI K XUPYPrUYeCKOMY
neyenuto [8]. Poccuiickue pexomenpanuu 2025 roxa [3] 3aHMMAaOT B3BELICHHYIO MO3UIIMIO:
KOHKpeTHbIH MeTon penykunn MOKII nomxkeH BeIOMpaTbcs MYJbTUAMCHUIUIMHAPHOW KOMaHMAOM C
yu€TOM aHaTOMHUHM, KOMOPOMIHOCTH M OIBITAa LEHTPa; NpPU HAIMYUM COOTBETCTBYIOIIETO OINbBITA
DCA paccmartpuBaercs kak ansrepHarusa CMD (kmacc 11a). [3] [16] (PucyHok 3)

Ecnmn y mamumenta T'KMII umerorcs mnokasaHuss K JpyrdM  omepamnusM (Hampumep,
IUIaHupyeTcd npotesupoBaHue kinanaHa win AKIID), ux coBmemaror ¢ muoskromueit [26]. B
YaCTHOCTH, Mpu coueTaHuu oOcTpykTHBHON ['KMII 1 BbIpakeHHOW MUTpaibHON HEIOCTaTOYHOCTH
HEPEIKO BBIMOJHAIOT MHOAKTOMHUIO + macTuky/mpotesupoBanne MK [7]. ITlokazano, uro
MPOTE3UPOBAHUE MUTPAIBHOTO KiarnaHa Oe3 KpailHedl HEeoOXOOUMOCTH YXY/IIaeT OTAaIEHHBIN
IPOTrHO3 (M3-3a MOTEPU CHHXPOHHOCTH M PHUCKA TPOMOO3MOOJHI{), MOITOMY IO BO3MOXXHOCTHU
IPEANOYUTAIOT PEKOHCTPYKLHIO COOCTBEHHBIX CTBOPOK. TeM He MeHee IMpH TKENON
kanpiupukanun wim aereHepaiu MK y noxwibix 'KMII-00apHBIX XUPYpr MOXKET PEUIUTb B
noJp3y ouonpotesa [10] — kaxxapiil cnydail nnauBuayaneH. Emé oqHa aapioBaHTHas mpoueaypa —
onepauuss Cox Maze [25] mpu coueranuu I'KMII u pedpakrepuoit ®@II: B xoae MHOIKTOMHU
BBITMOJIHAIOT 3MUKApIUAIbHY0 a0laluio 1Mo TUMY Ja0UpuHTa (paJAroYyacTOTHYIO MM KPHO) B YILKE
JII m mo crenkam mnpeacepauil [9]. Takas komMOWHAIMs YIyd4IlaeT CHHYCOBBIM pPUTM Yy
3HAUUTENIBHOM YacTU NAIlMEHTOB, XOTS JOCTOBEPHOIO BIMSHHUSA HA BBIKMBAEMOCTb HE ITOKA3aHO.
Bonpoc o Maze pemaercs unauBuayansHo; eciu PII mapokcusmanbHas u JIII He cuibHO
YBEJIHMUYEHO, YaCTO OTPAHUYUBAIOTCS TOJIBKO M30JIALMEN JETOYHBIX BEH KaTETEPHO MOCIIE ONEpalyu
(uepe3 3—6 mecsmeB) [3] [25].

TpancmiianTauus cepaua

OproTonuueckas TpaHCIUIAHTALM SABJISETCS MeTooM nociaeanei muauu npu I'KMII, kak u
OpU JPYyruxX KapAMOMHONATHSX, — €€ BBIMNOJHAIOT npu pa3Butuu TepmuHansHoi CH (IV @K,
aunatannonHas cragus ¢ ®B <50%, pedpakrepnas tepanus) [13]. [lokazaHus Te ke, 4To Ui
JKMIL: nuskuit nmuk VO, rocnuralu3alud MO JAEKOMIICHCAIMH, KapIUOMerajius, BTOpUYHAS
neroyHass rumnepreHsus. Ecmum Tskénas CH cBs3aHa NPEeMMYIIECTBEHHO C JUACTOIMYECKOM
michyHKIMe W OOCTpyKIMeW, cielyeT CHadalda MCKIIOYUTh BO3MOXHOCTh CENTalbHON
MHOSKTOMHMU (TIpH yCHeXe TpaHCIUIAaHTallMsg MOXeT W He MoHaxoOuthes). OnpHako mpu
«biropeBiieity 'KMIT ¢ ®B<35% wu r1n00anbHON TUMOKWUHE3WEH [pYruX OMNIHHA, Kpome
TpaHCIUTaHTalMM, HeT [6]. Mmmianramms wexanndyeckux HacocoB (VAD) kak MocT K
tpa"cmianTaiuu npu ['KMII ucnonb3yercs orpanndeHHo — mainele pasmepsl JOK 3aTpyassror
ycTaHoBKY, Aa u nauueHTsl ' KMII vame umerot coxpannyio @B, uro nenaer rpaaunmonnsii VAD
ManodddexruBHbM [8]. Tem He MeHee UMEIOTCS YCIIEIIHbIe KeHChl MMIIAHTALMN OCEBBIX HACOCOB
y OonbHBIX ¢ TepMmuHanbHOU craaueir ' KMII u munaranmern JDK>46 mMm. BepkuBaemocTs mocie
tpancutanTaiu y I'KMII-601bHbBIX Takas ke, Kak MPU MHBIX KapAMOMHONATHIX — OKOJIo 85% Ha
lrog u ~70% Hna 5 ner [19]. TpaHcmnaHTaLMIO MOXKHO TaKXe€ pacCMaTpUBaTh y MAIMEHTOB C
Tsoxénoit quacronuueckoit CH (CHc®B, pecTpukTuBHBIN (eHOTHI), Y KOTOPbIX pexykuus MOXKIT
IIPOTHBOIIOKAa3aHa BBy COIYyTCTBYIOIIEH MAaTOJIOrUH WK OTcyTcTBUA 3dpdekra [11].

Bansinne jeyeHnss HA MPOrHO3

bnarogapss cBoeBpeMeHHOM cenTanpbHOW peaykuuu U npenorspauieHuro BCC ¢ momombro
UK, oxxumaemas mpoaoJDKUTENbHOCTh kU3HU manueHToB ¢ 'KMII B mocnegnue necstuneTus
3HauUuTENbHO ToBBIcWIach [12]. Ecmm yOpate BHe3anHyo cmepth u  Tsaoxényio CH
(MHOBKTOMUS/TpaHCIIaHTalus ), ocraBiuecss nauueHTsl [ KMII umeror Onu3kyro K HOpMallbHOU
BbDKHBaeMocTh [19]. DTo orpomusbiii mporpecc mo cpaBHeHuio ¢ 1960-1970-mu romamu, xoraa
I'KMII cumutanack 601€3HBIO C OYEHB IIOXUM MPOTHO30M [7]. Tekymue maHHble mokaspiBaoT 20-
JETHIOK BbDKHBaeMocTh >60-70%, uro conmocraBumo ¢ MbC npu mogo0HOM KOHTpoJe (PakTOpoB
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pucka [2]. BaxxHoe OCTH)KEHHUE — yIyUIIeHUEe KaueCcTBa KU3HH: 110CIIE MUOIKTOMUHU OOJIBIIMHCTBO
NAIlMeHTOB BO3BpAIAlOTCd K TOBCEAHEBHOW akTuBHOCTH 0Oe3 orpannuyeHuit NYHAL, a
oObekTUBHBIE ToKa3zaTenu Harpy3ku (VO:max) mosberimaroress Ha 30-50% [17]. DrtanonoBas
abnauus 4yTh MeHee 3((eKTUBHA B ATOM IUIaHE, HO TOXE MAET CYLIECTBEHHOE YIyYllIeHUE Y
TIIATEIbHO OTOOpaHHBIX OOnbHBIX [7]. KauecTBeHHas MeQMKaMEHTO3Has Tepamus I03BOJISET
npuMmepHo 50% manMeHTOoB ¢ OOCTpYKTHBHOH ¢opmoii BooOme u3bexaTh HHBa3HUBHBIX
BMEIIATENbCTB, OCTABasCh KOMIICHCHPOBAHHBIMH Ha MOHO- WMJIM KOMOWHUPOBAHHOH Tepamuu
B/BKK B Ttewenne wmHorux et [19]. B Oyaymem mnosBieHHe cHeuu(pUUecKux JEKapcTB
(MMO3MHOBBIX MHTHOUTOPOB) MOKET elé Oobllle OTOABUHYTh HEOOXOIUMOCTH ornepauuit [2]. Tem
He MeHee Tpu pa3Butuu ocnoxxkaenuit (PI1, brnokana JIHIIT, undexkunonusiii sHA0KapauT Ha MK —
penko, HO ObiBaeT) — mauueHTbl [ KMII nomKHBI Ie4MThCs COTIacHO OOIIMM MPUHIUIAM, B TOM
qucie MOIy4aTh KapAMOBEpPCHIO, aHTUKOAryJSHTbI, aHTUOMOTUKU U T.A. (B PEKOMEHIAIUSAX ITH
aCIIeKThl OTPAKEHBI, HO OHU BBIXOJIAT 32 PaMKH Hariero oosopa) [17].

MegunuHckas peaduanranus

CrnenuanbHbIX peadMIUTALIMOHHBIX Iporpamm, paspaboTaHHblx uMeHHo aiasi ['KMIL, B
Hacrosimee Bpemss He cymectByeT [3].  [locnemH(apkTHBIE, IOCICONEPALMOHHBIE U
OO0IEKapIMOJIOTHYECKUE TPUHIMIBI peadbuiIuTay MPUMEHUMBl M K HAllUM ManueHtam. Tak,
OoJibHBIE, TIepeHECIINe XUPYPrUdecKylo MHUOIKTOMUIO i DCA, MpoXOoAsT CTaHIapTHBIE 3TaIbl
peadmInTalMy, aHATOTHYHbIE AllMEHTaM 10cIe KOppeKIHH BpoxkIEHHBIX nopokos i UBC [28].
B panHeMm mocneonepanmoHHOM IEPUOJE — 3TO AblXaTeiabHas rMMHacTuka, JIOK ¢ mocreneHHpIM
YBEIIMYEHUEM Harpy3k, OOydeHHE CaMOHAOIIOACHUIO (KOHTPOJb IyJibCa, MpPeAyHpexIeHUe
uHeKIMi sH0KapauTa U T. 1.) [17]. B nanpHelinem — KypcoBoe caHaTOPHO-KYPOPTHOE JICUEHHE
[0 KapAHOJIOTHYECKOMY Mpo¢miIo (IpU OTCYTCTBUU MPOTHUBOMNOKA3aHUM), T/ie T0J] HaOII0JeHHEM
(HU3MOTEPaneBTOB BBITIONHSAIOTCS JI03UPOBAHHBIE TPEHHPOBKM, Maccax, Icuxorepanus [22].
OrpaHudeHMs] HAKJIabIBAIOTCS TOJIBKO WHAMBHUIYabHO: HAalIpHUMEp, €CIU NALUEHTY yCTaHOBIJICH
UK [15], emy He pekOMeHAYIOT (PU3HONPOLEAYPbl C MAarHUTHBIMH MOJSIMH, yJIapPHO-BOJHOBYIO
TEpaIuio, CHJIOBbIE YNPaKHEHHMs C HANPSHKEHHEM TPYAHBIX MBI (BO HM30€XKaHHE CMEIeHUs
anekTpoaa) u T. A. Kpome toro, naxe peadbunurupoBanubiM namuentam ¢ ' KMIT ve paspernarorces
COpPEBHOBATEINIbHBIE CIOPTHArPYy3KH (KaK YIIOMUHAIOCh, OHH NTPOTUBOIIOKa3aHbl) [16]. B octansHOM
K€ TPUHIUIBI AaKTUBHON peabHIIMTallud COXPAHSAIOTCS: MOAACP)KaHUE ONTUMAIBHOM (PU3NUECKOM
¢dopmbl, Ooprba ¢ runmoguHaMHMed, KOHTPOJb Beca, AMETa, OTKa3 OT KypeHHs — BCE 3TO 4acTh
MeapeaOWINTallMM, HANpaBJICHHOM Ha yIydllleHHe MporHo3a W KadectBa xu3Hu [14]. B
pexomenaanusax PKO npsimMo yka3aHo, 4To celMaIbHBIX peaduIuTaluoOHHbIX MeToauK mpu ['KMII
HET, ¥ BECTH TaKUX OOJIbHBIX IOCIIE ONepalyii UM 3MH30/10B JEKOMICHCALUHU CIEeyeT 10 OOLIM
KapAMOJIOTrMYECKUM cTaHjapram [3].

OtnenbHOE BHUMaHME YJENsSeTcs NCUXOJOTHUeCKo peabunutauun [28]. VY3HaB o
TeHETUYECKOM XapakTepe OOJIe3HM M PUCKE BHE3AIHOM CMEpPTH, MHOTHE MAIMEHThl HCIBITHIBAIOT
TpPEeBOT'Y, CTpax BBIXOJa Ha yJully, Aenpeccud, unoxonaputo [11]. OcobGeHHo 3T0 KacaeTcs
MOJIOJIBIX JIIOJIeH, YbM IUIaHBI (CIIOPTHBHAs Kapbepa, aKTHBHAS CIy»k0a) MOTYT PyXHYTh M3-3a
muarHosa [7]. IloaTomy yacThio peabuUiIMTaluK J0JDKHA CTaTh paboTa MEIUIIMHCKOTO ICHXOJIOora:
0o0bsICHEHHE CYTH 3a00JeBaHMs, BHYIIEHHE ONTHMM3Ma («IpU MPABUIBHOM JIEYCHUH IPOrHO3
XOpOIINi»), 00ydeHHe MeTofaM paccialieHus, TP HEOOXOJUMOCTH — MOAKIIOYEHHE K IpyINiaM
MOJIePKKU nanueHToB [16]. O0Hané&xuBaronmii Gpakt: cpeau NpoieYeHHBIX aIeKBaTHO NAllMEHTOB
I'KMII — Hu3kuil puck ¢aTaabHBIX COOBITHH, M MHOTHE XHUBYT IuTenbHO. [loHMMaHHe 3TOro
CYLLIECTBEHHO CHUMAET CTPECC U yJIydIlaeT NIPUBEP>KEHHOCTH [3].

Cnmcok COKpamieHuii:

I'p-BTJDK — rpanueHT B BBIXOJHOM TPaKTE JIEBOT'O JKEITy10UKa

CPT — cenTajbHas pelyKIMOHHAas Tepanus

CM — cenTajibHasg MUOIKTOMUS

OCA — 3TAHOJIOBAs CeNTaIbHas a0Iarus

NYHA —  dyHKuMOHamBHBII Kmacc mo  Knaccudukamuu  Hero-Mopkckoit

KapIMOJIOTMYECKOM accoLlMaliu
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OMT — onTumanbHast MEAMKAMEHTO3HAs TEPANUs

TTO — TpaHCTOpaKajJbHast 3X0Kapauorpapus
UIIDxoKIT  — ypecnuiieBoHas 3Xxokapauorpadus

KMP — KapJMOMarHUTHO-PEe30HAHCHAs: TOMOorpadus
O®B JIK — (pakuus BeIOpOCa JIEBOTO XKelyJ0uKa

HK — HCKYCCTBEHHOE KpOBOOOpalieHue

OPUT — oraenenue peaHnMalui 1 MHTEHCUBHOM Tepanuu

KP — KapauopeaOmInTaIus

KK — Ka4yeCTBO KU3HU

MET — Merabonuueckuii SKkBUBaleHT Harpy3ku (METS)
K] — MMIUTaHTHPYEMBbIi KapauoBeprep-neduopmistop (1CD)
OKC — JJIEKTPOKAPANOCTUMYJIATOP

ABb — aTpHOBEHTpUKYJsipHas Oiokana (AVB)

HCM Risk-SCD — mkana onenku S-netaero pucka BCC npu 'KMIT
MWT — makcumaiibHas Tonraa ctenku (oosraro MIKIT), maximal wall thickness
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