amunoungo3sa asnstoTca Mosgokekui (78,1% — 75 cny-
yaeB) u NpaBobepexHbli (51% — 49 cnyyaes) pario-
Hbl, Kak Hanbonee rycToHaceneHHbIE U 3KONOTMYECKM
HebnaronpusATHble paBHUHHblE TeppuTopun. Bonee
GnaronpuATHBIMW panoHaMmn B NiiaHe MeHbLUEeW pac-
MPOCTPaHEHHOCTM aMunouaosa oKas3anucb MaroHa-
ceneHHble NpeaAropHoO-ropHble nocenexHusi Quropckoro
(6,3% — 6 cnyyaeB) n Anarnpckoro (3,1% — 3 cny4as)
panoHoB. B aTux cnyyasix Hanbonee 4yacto ammnonaos
BCTpevancs y nuu, cTpagatoLumx cepaevHo-CoCcyamnc-
ToiMu 3abonesaHunamu (34 cnydasa — 56,7%) 1 oHko-
nornyeckumn 3abonesaHnamm (30 — 50%), pexe —
npu 3aboneBaHusix nuwesapuTensHon (20 — 33,3%)
n gpixatensHomn cuctemsl (11 — 18,3%). YctaHoBnEH-
Has Hamy amurnougHas BucLeponaTus B MOMOAOM
(17 neT — paHHWIA amnnonaos) u cpeaHem (go 40 neT)
BO3pacTe NaToreHeTNYEeCKM CBsi3aHa C cucteMaTnyec-
KM 3rioynoTpebneHnem ankorons u HapKOTUKOB.
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A. H. LATTMEBA, C. B. ®E/IYJIOBA, H. Jl. HEPETIEHUHA, B. C. KJIMMEHKO, /4. I. 11040JIK

COBPEMEHHbIA NOAXOA K NIEYEHMIO
AUNOOY3HO - FEHEPANIU3OBAHHOW ®OPMbI FMMEPTPOPUYECKON
KAPAUOMUONATAM B YTII0BUAX KAPAUOXUPYPTUYECKOTO CTALLMOHAPA

Dedepanvhoe eocydapcmeerntoe OGH0NCEMHOe HAYHHOE YUPesCcOeHUE
«Poccuiickuii nayynoiii yenmp xupypeuu umenu akademuxa b. B. Ilempoeckozco»,
Poccus, 119991, e. Mockea, I'CII-1 Abpukocoséckuii nep., 2;
mean.: § (499) 246-95-63, § (499) 248-15-54. E-mail: shapieva@gmail.com

MpoBeaeHa oueHKa pe3ynbTaToB XMPYPr1YECcKoro NeYyeHns naumeHToB ¢ Anddy3Ho-reHepann3oBaHHON (HOPMON -
nepTpocmyeckor KapauoMmonaTm NyTeM BbINOSHEHUS PACLUMPEHHOW MUOSKTOMUMN MEXOKENYO04YKOBOW NEPErOpOaKH,
NPOAONbHON MapueTanbHON pe3ekumMmn rmnepTpomMpoBaHHbIX NanUSPHbLIX MbILWL, U YHUBEPCANbHOIO XOPA0COoXpaHsi-
lOLLLero NpoTe3MpoBaHNA MUTParnbHOro knanaHa. Hamu 6binv npoonepupoBaHbl 18 nauneHToB (10 My>XUYUH U 8 XKeHLLMH)
¢ Andpy3sHo-reHepannsoBaHHON dopmon runepTpoduryeckon kapamomuonatum (FTKMIM). CpegHuin Bo3pacT naumneHToB
coctasun 48+10,9 roga. MNocnutaneHas netanbHOCTb coctaBuna 0%. Yepes 1 rog nocrne onepauum no gaHHbIM 3XOKap-
anorpadmm TonwuHa mexokenygoyvkoson neperopogku (MXKIM) ymenbwmnace ¢ 1,9 £ 0,3 cm go 1,5 + 0,2 cm, rpagneHT
[aBreHns B BbIXOAHOM TpakTe NeBOoro xenygodka cHmauncsa ¢ 75,9 £ 5,6 mm pt. c1. go 20,4 + 3,2 MM pT. CT., pasMmepsbl
nesoro npeacepans ymeHownnuce ¢ 4,5 £ 0,4 go 4,2 + 0,3 cm. dyHKUMoHanbHbIN knacc cHuaunca c Il go =11 NYHA.
B oTtmaneHHom nocneonepauuoHHoM nepuope (cnycTts 2 roga) ymep 1 naumeHT. [NonyyeHHble pesynbTaThl CBUAETENb-
CTBYIOT O TOM, YTO NPEASIOKEHHAs HAMW MEeToAMKa XMPYPrM4ecKkoro neyvexHust auddysHo-reHepanm3oBaHHon GopMbl
KM saBnseTca acbdekTMBHON npoLeaypon, AatoLen XopoLlune yHKUNOHarbHbIe pesynbTaThl.

Kmouesbie crnoga: rmnepTpoduyeckas kapauomuonatusi, KL, MMosKToMuUs.
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A. N. SHAPIEVA, S. V. FEDULOVA, N. L. CHEREPENINA, V. S. KLIMENKO, D. G. PODOLIAK

THE MODERN APPROACH TO THE TREATMENT OF DIFFUSE-GENERALIZED FORMS
OF HYPERTROPHIC CARDIOMYOPATHY IN THE CARDIAC SURGERY
Federal state scientific institution «Russian scientific center
of surgery named after academician B. V. Petrovsky»,

Russia, 119991, Moscow, GSP-1 Abrikosovskii per., 2;
tel.: 8 (499) 246-95-63, 8 (499) 248-15-54. E-mail: shapieva@gmail.com

To evaluate the results of surgical treatment of patients with diffuse-generalized form of hypertrophic cardiomyopathy by
performing extended myectomy ventricular septal longitudinal parietal resection of the hypertrophied papillary muscles and
universal mitral valve replacement. We have operated 18 patients (10 men and 8 women) with diffuse-generalized form of
hypertrophic cardiomyopathy HCM. The average age of the patients was 48 + 10,9 years. Hospital mortality was 0%. At 1
year after surgery according echocardiogram thickness of interventricular septum decreased from 1,9+ 0,3 cmto 1,5+ 0,2
cm, the pressure gradient in the left ventricular outflow tract decreased from 75,9 + 5,6 mm. Hg up to 3,2 mm Hg * 20.4, the
size of the left atrium decreased from 4,5 £ 0,4 to 4,2 £ 0,3 cm. The functional class decreased from Il to -1l NYHA. In the
late postoperative period (2 years), 1 patient died. Conclusion: The results indicate that our proposed method of surgical
treatment of diffuse — a generalized form of HCM is an effective procedure that gives good functional results.

Key words: hypertrophic cardiomyopathy, ICD, myectomy.

Beepenue

MMnepTtpodmyeckaa kapamommonatus (FKMIT)
ABNSAETCA OAHOW M3 pacnpoCTpaHEeHHbIX POpM He-
KOPOHapOreHHbIX kapauvomuonatuin. [lo gaHHbIM
B. J. Maron et al., yactota Bctpevaemoctn KM
coctaBnseT 1 Ha 500 yenoBek, YTO COOTBETCTBYET
0,2% B obuwewn nonynaumn. metoTca gaHHble, yka-
3blBalOLLME Ha 4YacToTy AuMarHocTuku 3aboneBaHus
cpean peten 0,3-0,5% Ha 100 000 yernosek [6].
CornacHo CoOBpeMEHHbIM NPeACTaBnNeHNaM, Mo Noc-
negHum pekomengaumam ESC 'KMI onpegensetcs
HanuuMeMm yBernumyeHHOM ToNLWmHbl cTeHku JIXK, koTo-
poe He 06BbACHAETCA UCKMIOUYUTENBHO MOBbILLEHNEM
Harpy3ku gasnexHvem. B 60% cnyyaeB 3abonesaHve
OOyCrnOBNEHO MyTauusiMM B reHaX, KOAMPYHOLLMX
capKkoMepHble Oenkn muokapga, U HacrnegyeTcs no
ayTOCOMHO-OOMUHaHTHOMY Tuny, B 5—10% B3poc-
neix cnyvaee KMl passBuBaeTca B pesynbraTe
Opyrux reHeTuveckmx 3aboneBaHun, cpeaou HUx
HacneacTBeHHble MeTabonuyeckne M HepBHO-MbI-
We4vHble 3ab0neBaHus, XPOMOCOMHbIE aHOMarnuun u
reHeTnyeckne cuHOpombl [2]. 3HauMTenbHas YacTb
MyTauui 3aTparMBaeT reHbl, KOOUPYOLLNE TSXKENYHo
beTa-uenb cepaevHoro mMuosuHa [8, 9]. TunuyHbI-
MU KnuHudeckumun nposeneHuamn FKMI aensoTes
cepgevyHad HegoCTaTOYHOCTb, HEeOOCTaTOYHOCTb
MUTPanbHOro KnanaHa, HapylleHuss putMma cepua
BbICOKMX rpafjauuni n BHe3anHasi cepaedHas cMepTb
[4]. B 3aBUCMMOCTM OT 30HbI MbILLEYHON ANCNNA3nN,
TMna rmnepTpodun 1 pemoaenmpoBaHust IeBOro xe-
nynodka BblgenatT Heckornbko BuaoB KMI, cpeaum
KOTOpbIX 0cO00e MecTo 3aHMMaeT AMddy3HO-reHe-
panu3oBaHHas ¢opma KMIT ¢ Hannumem runep-
Tpochum mexokenygoukoBon neperopogkm (MXKIT),
nanuNNapHbIX MbILL, CMELLEHHbIX CBOUMU OCHOBa-
HUAMMW K BEPXYLLKE NEeBOro Xenyaoyka, v gucnnasmm

MUTparnbHoro knanaxa (puc. 1). Xupypruyeckoe ne-
yeHne MKMI1 aBnaeTca npropuUTETHBIM Y BO3MOXHO
nnbo nyTeM BbINONHEHWS 9HAO0BACKYNsSpHOM abnavumu
cenTtanbHoro nepdgopaHta MXI1, nmbo ¢ nomoLbto
MUO3KTOMMUU B YCMOBUSIX MCKYCCTBEHHOIO KPOBOOO-
palleHnss W/vnum MMNnaHTauun KapgvoBepTepa —
aedubpunnstopa (MKL) [7]. B cnyyae HeBO3MOX-
HOCTW BbINOMIHEHUA HW OOHOrO M3 BblLLIENepeYyunc-
NEHHbIX XMPYPruyeCcKkMX MeTOAO0B fiedeHnst nmbo npu
pasBUTUM TEPMUHAmNbHOM CTagun cepaeyHon Hedo-
CTaTOYHOCTM NMOKa3aHa TpaHCMnaHTaums cepaua.

Llenb HacToswero mccnegoBaHus 3akntoyanach
B OLiEHKEe pe3ynbTaToB XMPYPruyeckoro nevyeHns na-
UMeHToB ¢ AndpdysHo-reHepanmsoBaHHoOW HopMon
KM nyTem BbINONHEHUSA paCLUMPEHHON MUOIKTO-
MU MeXOKeny404KOBOW Neperopokm Yypesaoprarb-
HbIM OOCTYMNOM, NPOAOSIbHON MapueTanbHON pesek-
UMM TMNepPTPOMUPOBAHHBIX NaMUINIAPHBLIX MbILIL, U
YHMBEpPCAnbHOro XOpAOCOXPaHSALWEro npoTe3npo-
BaHWUS MUTParibHOro KranaHa.

Marepuansi U MeTofbl MCCNIEOBAHMS

3a nepuog c oktabps 2009 r. no wonb 2015 r. BbI-
nonHeHo 18 onepauuin nauneHTam ¢ anddysHo-reHe-
panu3osaHHon copmort KM (10 mMyxumH n 8 xeH-
LLMH) CO CpeaHeypOBHEBOW OBCTPYKUMEN BbIXOAHOMO
TpakTa nesoro xenyaoyka (BTIDXK) (puc. 1A, B). Cpegn-
HWMIA BO3pacT naumeHToB coctaeun 48+10,9 roga. Mo
OaHHBbIM MHCTPYMEHTAIbHbLIX METOLAOB NCCEeO0BaHNs,
runepTpodms nesoro xenygodka (MK) Habntoganack
y 18 (100%) nauueHTOB, runepTpocus nesoro npea-
cepaous —y 9 (50%), 6nokaga nesow BeTBU N. ['Mca —
y 6 (33,3%) naumeHTtoB. o gaHHbIM XONTEpPOBCKOro
MoHuTOopupoBaHusa (XM 3KI), xxenygoykoBas aKcTpa-
CUCTONUSI BbICOKUX rpagauui (46 knacc no JlayHy) Bbl-
aBneHay 6 (33,3%) 6onbHbIX. B cBA3M C BbICOKMM puC-



O6Bbem xupypruyeckmx BMmewatenbcTs (n=18)

Bup xupypruyeckux npouenyp

KonuyecTtBo naumeHToB

PaclwmpeHHas MMO3KTOMUA MeXOKeNya04KOBON Neperopoaku 18
MmnnaHTaumsa kapgmosepTtepa — aedmbpunnsTtopa 14
YHuMBepcanbHoe XopaocoXpaHsitoLlee NPoTe3npoBaHne MUTParnbHOro KnanaHa 18
C NPOAONLHOW pe3eKumen rmnepTpoUpPOBaHHbIX MbILLLY

MpoTe3npoBaHue aopTanbHOroO KnanaHa 2

[]

Puc. 1. 4UMN-3XO nauneHTa ¢ gucdysHo-
reHepanusoBaHHoON hopmon rmnepTpodUYECKoin
KapauoMmuonaTum co CpeAHeypOBHEBOW 0BCTPYKLUMEN
BTIDK; A — onactona JIX; b — cuctona JIXK;

B — rpagueHT Ha BTJK po onepauuy;

I — rpaguenT Ha BTJTX nocne onepauumm

KOM >K13Heyrpoxatomx aputMuin 14 naumeHtam 6bin
umnnaHTuposaH VIK[. O6bem 1 xapaktep coveTaHHbIX
XVPYpPrmyecknx npouenyp ykasaHbl B Tabnuvue.

[NepBbIM 3TAaNoOM NpU HaNUYUM NOKa3aHWM BbINOJ-
HANM umnnanTauuio UKO. BTtopbiM aTanom, yepes
1-2 Hegenn nocne umnnantTauun WKL, nposoannu
OCHOBHOE XUPYpPruyeckoe BMeLLaTenbCTBO Ha OTKPbI-
ToMm cepaue B ycrnosusx UK n capmakoxonogosoi
kapguonnerun. [loctyn K cepauy — CpeanHHas cTep-
HoTomMus. lMogkntoveHne AMKa no cxeme «aopTa —
nonble BeHbl». [lJanee JOCTYNOM Yepes feBoe npea-
cepave OCyLLEeCTBMSNM PEBU3NKD MUTPArbHOIO Kra-
naHa (MK) n runeptpodmpoBaHHbIX NanUnnAspHbIX
mbiwy, (MM). Cteopkn MK nccekanu ¢ coxpaHeHnem
4 nnowagok ¢ onopHeiMu xopgamu [3, 10]. Mepea
UMNNaHTaumen npoTesa BbIMOMHANN MPOOOSIBHYIO
napueTanbHyl0 pPe3ekuuto  rmnepTpoduUpoBaHHbIX
MM (puc. 2). MNMpu HEOOXOAMMOCTU Takke NpPoBOAU-
Nnocb nccevyeHne M3bbiTka TpabekynspHOW MbllleY-
HOW TKaHW 3adHen cTeHkn u Bepxywkn JDK. Janee
Yyepes nonepeyvHy aopTOTOMMIO MPOBOAUIN pacLUM-
PEHHYI0O MMWOIKTOMMUIO TMNEPTPOIUPOBAHHON YacTu
MK [7]. B MuTpanbHyo No3vumio UMNnaHTnpoBanu
MeXaHW4YeCKUI NpoTes.

Puc. 2. VicceueHHble mexokenygoykoBas neperopogka
N nannmnnapHaa Mmblllula
(BblpaxeHHble Npu3Haku hrnbposa Muokapaa)

Pesynbratbl M 06cyxaeHue

locnuTanbHasi neTanbHOCTb  OTCyTCTBOBana.
Yepes 1 roag nocne onepauun no gaHHbiM OXO-KI
TonwmHa MXI ymeHnbwwunace ¢ 1,9+0,3 go 1,5+
0,2 cm, NUKOBBLIA FPaANEHT CUCTONIMYECKOro LaBrie-
HUS B BbIXOOAHOM TpakTe JIEBOro >Xeryaoyka CHU-
3unca ¢ 75,9+5,6 po 20,4+3,2 MM pT. CT., pasmepbl
neesoro npeacepaus ymesblwimnuce ¢ 4,5+0,4 po
4,2+0,3 cm (puc. 3). Nog anHamuyeckum Habnoge-
HMEeM B CPOKM 40 5 neT nocrne onepawmm HaxoaaTcs
17 naumeHToB. PYHKLUMOHAIbHBINA KNacc NO AAHHbIM
6-MuHyTHOro Tecta cHuanncs c lll go I-11 K (NYHA).
B oTpaneHHoM nocneonepauMOHHOM Mepuoae,
yepe3 2 roga nocrie onepaumu, ymep 1 naumeHT
(NpeanonoXuTenbHO MPUYMHOM CMepTU SABUIMOCh
daTanbHOe HapylleHne puTMa, Yy4uTbiBas 4acroe
cpabaTtbiBaHme VIKL).

Mo MHeHUto BonblUMHCTBA UccnegoBaTenen, Xum-
pyprudeckas onepauusi — eQuHCTBEHHbIN 3 dek-
TnBHbIN MeTon nedeHna MKMI1. Cpean n3BeCTHbIX
MU OnucaHHbIX PEHOTMMOB 3TOW NaTONOrMM CamMom
npobnemMHon SABnsSeTCs reHepanu3oBaHHas dopma
0OCTpYKTMBHOM kapguomuonaTtumn. B komnnekc anc-
NIacTUYECKNX M3MEHEHUN Yy STUX MaLUEHTOB BOB-
rneyeHa He TOmnbko cybaopTtanbHasa Yactb MXKI1, Ho
W ee cpedHuii oTaen, HabniopatTes rmneptTpodus
anuKkanbHOM 30Hbl U 3Ha4YMTesnbHas rmnepTpodus
W yBenuMyeHne pasMepoB NanunspHbIX mbiwy, [1].
Mpn aTOoM NocnegHue, Kak NpaBuio, CBOMMU OCHO-
BaHMSIMU CMELLEHbI K BEPXYLUKE, YTO B 3HAYMTEIb-
HOW Mepe onpeaensieT nepeaHecncTonmyeckoe Osu-
)XeHne aopTarbHON CTBOPKN MUTpParibHOro KranaHa,
yBenuyeHune rpagmeHTa B BbIXOOHOM OTAerne NeBoro
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Puc. 3. lNokasaTenu nMKoBOro rpagueHTa gaBrneHus

B BT/IK
1 — po onepauumu, 2 — rocnuTanbHbIN
nepwog, 3, 4,5 - 1,3 n 5 net nocne
ornepaumm coOOTBETCTBEHHO.

MpumeyaHue:

Xenyaoyka U 3HaYMTENbHYI0 MUTPanbHY0 HegocTa-
TOYHOCTb.

Hanbonee 4acto BbINOMHAEMON ornepauuen no
nosogy KMI1 gonroe Bpems sBnanacb npoueay-
pa no Morrow, koTopas Obina paspaboTtaHa 6onee
50 net Hasag W 3akn4yanacb B MWOTOMUM W
MMOSKTOMMUM MEXOKENYAOUYKOBON NEPErOPOAKM TPaH-
caopTtanbHbiM goctynom B ycnosusx UK [5]. 3Hauu-
TenbHbIV Nporpecc 6bin 4OCTUrHYT Nocre pas3paboTku
XVpypramu KnvHukM Mayo onepaumm paclumpeHHown
MOSKTOMMM, YTO NO3BOJSINIIO MOMYYUTb XOPOLUNIA 3dh-
EeKT MO YCTPaHEHUIO BHYTPWXKENYOOUYKOBOro nepe-
naga AaBneHuMsl Ha BCEM MNPOTSHKEHMM BbIBOAHOMO
TpakTa JIK [7]. OgHako n aTa onepaumsi He cnocoo6-
Ha OOIMKHBIM 00pa3oM yBenuuntb nonoctb JIXK npu
3HaAYMTENBHOW rMNEPTPOMN NAaNUNAPHBIX MbILLL, U
nx gucnokaumm k Bepxylwke JDK, 4to B 3HaunTenb-
HOW Mepe onpefensieT U BblPaXXeHHOCTb MUTparib-
HOW peryprutaumm.

MeToguka pacluMpeHHOW MUOIKTOMUMK B Npen-
MOXEHHOM HaMu BapuaHTe (TpaHcaopTanbHas
MWO3KTOMUSA NEPEropoikm 4O OCHOBAHUS HapyxX-
HOW MNanNUINAPHON MbILWLbI, NPOOONbHAsA pe3ek-
UMa rMnepTpodUPOBaHHbLIX NaNUNSPHbLIX MbILUL,
N ucceyeHne u3BbITOYHOW TpabekynsapHOCTU B
obnactn BepxyLlWKN NeBOro xenygoyka), Aonors-
HEeHHas XOpAOCOXPaHsLWMM NpoTe3npoBaHNEM
MUTpanbHOro kKnanaHa M wumnnaHtauwen WKL,
nossonset 3(MEEKTUBHO YCTPaAHUTb OCHOBHbIE
pucKku, conpoBoXxaatoLine passutme u nporpeccu-
poBaHuWe reHepanmM3oBaHHOW (PopMbl OBCTPYKTUB-
Hou FKMIT.

B HacTosiLlee Bpems xupypruyeckasi onepauusi
OCTaeTCsl €4MHCTBEHHBIM 3(PEKTUBHLIM MU JOCTYN-
HbIM METOAOM JleyeHusi OOCTPYKTMBHOW (QOPMBI
KMI1. OnepaTtuBHOe BMelLaTensLcTBO No Morrow u
Moaudukauma, NpeanoXeHHas XmMpypramu KInHUKA

Mayo, He cnocobHbl B 4OCTAaTOYHON CTENEHN yBEnNn-
YWTb NOSIOCTb EBOrO >Xenyaoyka Npy 3Ha4YNTESNbHOW
rmnepTpoduUn NanUNNSPHbIX MbILWL U UX AMCrOKaLMm
K BEpXyLlKe FeBOro xernygodka, 4YTto onpegensiet
BblpaXEHHOCTb MUTpanbHOW peryprutauun. lpea-
NOXeHHass Hamy MeToAMKa PacLUMPEHHOW MOSKTO-
MWW No3BonseT 3PPEKTUBHO YCTPAHUTL OCHOBHbIE
pYCKK, CONPOBOXAaAOLLME pasBUTNE U MPOrpeccunpo-
BaHMe reHepann3oBaHHoW opMbl OBCTPYKTUBHOM
'KMIN B cpegHeoTganeHHOM nocneonepauyuoHHOM
nepvoge.
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