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XUPYPITUMYECKOE JIEYEHUE TUIEPTPO®UYECKOM
KAPIUOMUOIIATUHU

AHHOTALUA

B xupypruyeckom neyeHun o6CTPYKTUBHOM hbOpMbl runepTpoduyeckon kapauomuonaTtum "3010TbiIM CTaH-
naptoMm" B HacTosillee Bpemsi OCTaeTcss MUO3IKTOMUS. PesynbraTtbl NepBbix onepauui nokasanu nosioXUTENbHbIN
KNUHUYECKMIN N remoauHamuyeckui acbekT u B paHHeM, U B OoTAaneHHoM nepuoge. CpegHui rpagueHT Ha
BbIXOAHOM TpakTe NeBOoro xenyaovka B WHTpaonepauumoHHOM nepuoae cpeau 13 naumeHToB coctasun 13(+2)
MM pT. CT., Npu Bbinucke Ha 7-10-e cyT. — 7+2, a B oTAaneHHoMm nepuoge — 8+2 mm pt. cT. Cuctonuyeckoe
OBWKEHWE NepefHein CTBOPKM MUTpanbHoro knanaHa (systolicanteriormotion) y 84,6 % nauveHTOB cpasy ucuyes-
mm, y 92,3 % naumMeHToB OTNWYHLIM peaynbrar. [pu ocmoTpe 4vepes 3,6,12 mec. BCce nauuMeHTbl OTMeYaroT
3Ha4yuUTeNnbHOE YryylleHne COCTOSHUS U CaMOuyBCTBUSA. Mcuyesnu xanobbl, NOSBUNIOCH XOPOLUEe HACTPOEHUE.
[Mpwu ynetpassykoBoMm uccnegosanumn B cpegHem KOO — 124,2+14 mn, KCO — 46,414 mn, MXKI — 1,610,4, 3CIDK
— 0,9510,2. NpumeHeHne MeToauKWU cenTanbHON MUO3KTOMUKM No Moppoy B Hallem criyyae nokasano ynydweHue
KayecTBa >XM3HU NaUMEHTOB, YTO B MOCMEeAyloLWeM YyBENUYUBAET NPOAOIHKUTENBHOCTb XU3HU U CHUXaET PUCK
pa3BuTUS BHe3anHou cmepTtu. [Mpu nNpoBefeHWM MeToauku criefyeT yyuTbiBaTb crefyllme akTopbl: 3awuTy
rmnepTpoUpoOBaHHOIO MUOKapAa, yNyylleHWe BU3yanu3auun CenTanbHoro Bana, afeKkBaTHOE WCCEeYeHue Bbl-
XOOHOro oTAgena v nannunsipHbIX Mbllll, ONEepaTMBHOE BbINOMHEHUE onepauuu (COoKpalleHue BpemMeHu UCKycC-

CTBEHHOTO KpOBOOGpALIEHUS).

KnioueBble cnosa: runeprpoduyeckass kapavomuonatus, Muoaktomus, Moppoy.

B BejeHue. 3a 50 ner B 3apyOeKHBIX HM37a-
HUsX, onyonukoBano 6oaee 1100 3HaUMMBIX
Hay4HbIX paboT nmo runeprpoduyeckoil Kapauo-
muonatun. [To nanueim Reportofthe 1995 WHO/
ISFC Task Forceon the Definitionand Classification
of Cardiomyopathy — 'KMII camasi pacnpoctpa-
HeHHast (opMa KapAHOMHONATHH, CONMPOBOXKIAK0-
masics auchynkuueit muokapaa [1]. B 2003 r.
co3gan Mexaynapoauslii komuteT (ACC/ESC),
KoTopslid cobpan skcriepro no 'KMIT u ony6iu-
KOBAJI OCHOBHbIE IOJIOKEHHSI U CTpATEruto Jedeod-
HBIX MepornpusaThii [2]. Hukto B mMupe HE 3aHH-
MaJics SIMMIACMHUOJIOTHCH W TMO3TOMY TOYHO YCTa-
HOBHUTbH pacnpocTpaHeHHocTs U yactory ['KMII
HEBO3MOKHO. [lo MHeHuio cneumanuctoB EBpo-
neiickoro oOuiecTBa KapauoaoroB M AMepHKaHc-
koro koiemka kapuuonoroB, 'KMII Bcrpevaer-
cs1 B 1 ciyuae Ha 500 yen. B3pOCIOro HaceaeHUs..
[To apyrum uctrounukam, npusHaku ['KMII sxo-
kapauorpadudecku BoisiBlicHbl y 0,2 % roneit. 3a
CYET BHEJIPEHMsI B NPAKTUKY YIbTPa3BYKOBBIX
METOZOB JAMArHOCTHKM B HACTOSIICE BpeMs Ha-
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o6monaerca poct uucna ciaydaes 'KMII, no ne
MCKJIIOYAeTCsl U POCT MCTHHHOTO 4Mcia OOJBHBIX
KMIT [8.9]. Ilpu stom cmepTHOCTH OOJIBHBIX
'KMII exerogHo kojiebnercst B mpenenax ot 1
1o 6 %.

[Ipy Hanu4YuM TUNEPTPOPHUYECKON KapAHOMH-
onaruu ('KMII), 1o MHEHHI0O MHOIMX KapIHOXH-
pyproBs, ¢akropaMu pasBUTHs BHE3AMHOW CMEPTH
(BC) sastorcs: nanmuue 'KMII B cemeitnom
aHamHese [71,72], npu HanmuuuM y nauucHra (uod-
PUILISIUMMY TIPEACEePAUNA, BBIPAXKEHHOW HUIEMUHU
MHOKapja, codeTaromas ¢ o0CTpyKuueH BBIXOA-
HOro otxaena Jjeporo jxenynouka (JIDK) [73],
0OMOPOKOB M TSDKEJBIX JKETYA0UYKOBBIX IKCTPACH-
CTOJI, DMU30M0B MAPOKCH3MOB JKEIYI0YKOBOH Ta-
XMKapauH, Bo3pacT MeHee 14 net u runeprpodus
muokapaa JIK, pasaoe 3 cm wim Gosiee. B ocHo-
Be 3a00sieBaHMs JICKUT MyTauust B ogHOM u3 10
reHoB cpeau 100 pa3nMyHBIX MyTauWii ¥ mepeja-
€TCsl ayTOCOMHO-IOMHHAHTHBIM myteM. K cunTe-
3y QHOMAJIbHbIX IPOTEMHOB, MATOJIOTUsI KOTOPBIX
sBasiercss npuunHoi pasutust ['KMII, B Hactos-
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ee BpeMA OTHOCAT: TAXKEIYKH LENb KapAHallb-
HOTO anbda-MUO3UHA;, THKENYH LeNb Kapauanb-
Horo Oera-muosnna (14-9 xpomocoma); cepaeu-
HBIH TponoHHH 1; KapauaneHeli TponoHUH T (1-4
XpOMOCOMa); TpONmOMHO3MH (15-4 XpomocoMa);
ambha-akKTHH; MUO3UH JIETKHUX Lened; CBA3aHHKLI
¢ Muo3nHOM npoterH C (11 xpoMocoma) M TUTHH.

YeTaHOBJICHHE JIHAarHO3a € BBICOKHM PHCKOM
BC amnkryer HeoOxoaumocTs 00/iee aKTMBHOW
TAKTHKH B OTHOLIEHHW YTOH KaTeropny OGOnbHBIX
(YTOYHEHHE JICKApCTBEHHOH TEpaIHH, HMIUIAHTA-
s aedubpruaIsTOpOB-KapAHOBEPTEPOB U/MiU
nposeaeHne onepanuu). Crparerus nedebHbIX
MeponpusatHi npu IKMII cnoxna naxe npm aHa-
JM3€ BCEr0 KOMIUIEKCA, BKJIIYAIOILETO pPe3yilb-
TaThl €HHOI AMArHOCTUKH, KIHHMYECKUX NPOSB-
JIeHWH, aHaMHe3a, reMOAMHAMMYECKUX NOKasare-
JieH, OUEHKY 3(MPEKTHBHOCTH HCIMOJB3YEMBIX Me-
TOAOB JISYSHUS.

IIpu xupyprugeckom geuedun 'KMII Mop-
POy IpeIOKHI paccedeHHe M YJAJCHHUE THOEp-
TpO(UPOBAHHOH MBIIEYHON TKaHH (MHU3KTOMHS)
B 0a3ampbHON 4aCTU MEXCKEMYJOUYKOBOU Mmepero-
poaxu. Mogudmkanms onepanud MH3KTOMHH CO-
CTOUT B OAHOBPEMEHHOH IUIMKAlMH NEpeaHeH
CTBOPKM MUTPATLHOIO KIANaHA WIN NPOTe3Upo-
BAaHHH MUTPAJIBHOIO KJIAMAHA C pe3eKunell cocou-
KOBBIX MBILIL AJIA CHHXXEHHs TPaJUEHTa B BBIXOI-
HOM OTJEJE U YBEIHYEHHH 00BeMa IOJIOCTH Jie-
BOro skeayaouka cepaua. Henoms3oBaHne MHIK-
TOMHH paHBILE CONPOBOXKIAIOCH IOBBIILEHHBIM
PpHCKOM cMepTHOCTH U coctapiaano 10-15 %. Jdus
PacLIMPEHHOH BEHTPUKYIOTOMUH NPEANOYTHTEICH
TPAaHCAOPTANBHEIA AOCTYN, OTKYAa BO3MOXEH
JOCTYN B BBIXOJZHOH oTien. B cmyuae, ecnu
OpPeACTOMT MPOTE3NPOBAHUE MHUTPANLHOIQ KiIana-
Ha - yepe3 meperopoxodHLIi aoctyn. C ynyue-
HHUEM MPEAONEPALMOHHON MOATOTOBKH H 3aLIHUTBHI
MHOKapAa XHPYprHYeCKHH PHCK YMEHBIIMICH, H
00 JAaHHHIM Pa3NHYHEIX ABTOPOB, PE3yNBTAThHI
SHAYNTENBHO YIYULIHINCK.

Lens nccaegoBaHHA — M0Ka3aTh [EPBBIH
ONBIT U OLEHHTHL PE3YJITAThl NeYEHNA rUIEePTPO-
bngeckoii 0OCTPYKTMBHOH KapAMOMUONATHN Me-
TOJOM pacLUMPEHHOH MH3KTOMHH 1o Moppoy u
BMEILATENLCTBOM Ha CyOBaJbBY/IPHOM almapa-
T€ MHTPAIBHOrO KIanaHa.

MaTtepuaabl H MeToabl. B Hactosuee
BpEMs BCE MALMEHTHl ONEPHPYIOTCA B YCI0BHAX
UCKYCCTBEHHOTO KpPOBOOOpAaLIEHNS U yMepeHHON
runotepmun A0 32 °C. Xupypruueckue BmeLna-
TENbCTBA Ha KJIallaHaX BBINOJIHAKTCA IOCE 3a-
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BEPIICHHA PACIUMPEHHONH MH3KTOMHH H BOCCTa-
HoBsieHnss MOKII, kpoMe aopTOKOPOHApHOro IIYH-
THUPOBAHKA, KOTOPOE BbINOAHASTCA MEPBEIM (eciau
tpebyercs). B otaenenun kapauoxupypriun HHITX
uM. A .H. Cesranosa ¢ 2015 no 2017 r. BeInosHe-
HO 13 OnepaTMBHBIX BMEIATENLCTB — MHIKTO-
Muu no Moppoy, y nanuedTos ¢ runeprpoduuec-
KOHM KapJIHOMHONATHH M OOCTPYKLHH BBIXOJHOIO
otaena. CpenHuili BospacT coctaBuia 41 roxa
=7 ner, myxuud — 7 (53,8 %), xeHuuu — 6
(46,2 %). Breperie BoiaBneHo 3abonesanne y 4
(30,76 %) nmauueHTOB, a OCTaJdBHBIE 9 (69,23 %)
ATATENBHO JIEUHIMCh B TEPANeBTHYECKNX M Kap-
AMONOrHYECKUX CTALMOHAPAX CTPaHbl, U3 KOTO-
pBIX CEMEliHBIH aHamHe3 Ol ¥y 5 (38,46 %) na-
UHeHTOB. B cpenueM, npexae ueM onepHpoBaTh-
Cd, OHM NPOKNIMU C ITUM AUArHo3om 7,8+1.6 ner.

N3 KIHHUYECKUX CHMIITOMOB MaHH(ECTHPO-
BaJIM OJIBILIKY NpH (H3HYECKOH HArpyske ¢ CHII-
KONAJIbHEIMH ABIEHUAMN B BUJE TONOBOKPYKEHNS
¥ nunoTiMued (nonyoGMOpOYHOE COCTOAHHE B
BHJIC CHIDKEHH JaBleHHs, ¢1adoro mynsca, yrae-
TEHHOT0 COCTOAHUA AyXa). JluarHo3 ycTaHOBIECH
Yy BCEX C MOMOLUBIO YILTPA3BYKOBOIO HCCIEXOBA-
HHf, TI€ B OCHOBHOM MEHSIach TOJILMHA MEX-
xenyaouxoBoH meperoponku (TMJKII) u 3apHei
creHkd Jeporo skeayaouka (3CJIXK) m pocrtom
cucrommngeckoro rpaauedta (CI') nag aoprams-
HBLIM KIIAalaHOM B BBEIXOAHOM oOTIEne. B cpenneM
TMXII pasuanace 2,5+04 cm 3CJIXK -
2,18+0,8 cm, cpeannii rpagnedt na BTIDK —
58+10 MM pr. cT. MuTtpanbHasg HEAOCTATOUHOCTH
1-#i crenenn Opina y 3 (23 %) OospHBIX, 00 2-#
crenenn y — 7 (53,85 %) naguenTtor u 3-H crene-
m y 1 (7,69 %) mauyuenta. Ilpn sTtoM cokparm-
TelpHadA CNOcOOHOCT MHOKapia Y BCEX NallEH-
ToB noseiiesa OB — 70,4+3.6 %. Ilepeanecuc-
TONUYECKOe ABHKEHUE MepeaHed CTBOPKM MHT-
panpHOro KianaHa (SAM-cHHIpoM) HaOMOAAI0Ch
y 11 (84,6 %) nanuenTor u3 13.

H3onunpoBanHas paclidpeHHas omepanus
Moppoy BoinonHeHa 11 nanueHTaM: B OHOM CITY-
4ag - ¢ OHONIOTMYECKHM NPOTE3UPOBAHHEM MHT-
panbHOrO KIanaHa, B COUeTaHWU ¢ CynpakopoHap-
HEIM MPOTE3UPOBAHMEM BOCXOAAWEH aopTel — 1
(7,69 %). Cpeannii cpok HaOJIIOAEHUA COCTABHI
295 nmen.

Pe3ynbTarbl H obcyxaeHus. Pacmupennas
MH3KTOMHEA, 10 MOppoy, MO3BOIAET OCYLIECTBUTD
noctyn K OasanpHeIM otaemam MOKII, rae mobu-
NH3a0MSA UK 9aCTHYHOE UCCEYeHNE MaMULTAPHBIX
MBILIN K pe3exuua runeprpobuposaHHoi Tpabe-
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KYJIbl BEIET K aHATOMHYECKOW KOppeKuuH U (yH-
KI[MOHAJIbHOW KOMIETCHTHOCTH Ae(hOpMHUPOBAHHBIX
NOJKJIANIAHHBIX CTPYKTYP MHTPAJIbHOrO KjanaHa
(puc. 1). as 2TOro BBHIMOJHSETCS MOMEpeUHas
AOpPTOTOMHSI, HEMOCPEACTBEHHO Haj MpaBOM KO-

POHapHOW apTepuel B HANMpaBJICHUU K KOMHCCYpE
a0pTaJIbHOTO KIIANaHa, YTO TO3BOJSCT YIYYIIHTh
poctyn Kk Oosnee riyOGOKMM CTPYKTypam JIEBOrO
KETy09Ka.

Puc.1. PacwmnperHaa muaktomus, no Moppoy, ¢ nccevyeHnem 6asanbHOro
oTaena MeXcKenyao4KkoBON neperopoakun

3areM MajgblaTOPHO M BU3YAIbHO ONpeieis-
HOTCSI CTENEHb M IMPOTSKEHHOCTh runeprpoduu
MXII u 3CJIK. Ilpuaep:xuBasi MUHIETOM THMEp-
TpoUpOBaHHYIO MBIy, B Haubonee rIyOOKoH
TOYKE MEPEropoiku HeOoOXOAUMO YCTaHABHTh
PETPAKTOP WJIM TMOAMIUTH JIUTATYpy-ACpiKalKy,
4T100bl OTACAUTh BHYTPHIKEITYJAOUYKOBYIO 4acTh U
00beM runepTpoupoBaHHON MBIILICYHONW YaCTH.
Jlonatoukoii BysIbCKOro acCUCTEHT yJiyullaer
MOJIC 3PEHUST XUpypra st JIy4diield BU3yaln3aliiu,
pe3enmpyemoii mMblieyHass yactu. [Torom mpoBo-
JIAIT B BBIXOJHOM oOTjene, Ha 2-3 cM Huxke (Hud-
PO3HOrO KoibLAa aopranbHoro kiamana (AK) me-
Jal0T MPOJOJIBHBIE pa3pe3bl MO HampaBlICHHIO K
Bepxyuike cepaua. OnUH HaApe3 MbILICYHON 4a-
CTH BBINOIHSETCS NPSIMO B IPOEKLUH MPABOi KO-
poHapHoO# apTepuu (B camMoi rIyOOKOW TOUKe
NpaBOi KOPOHAPHON CTBOPKH), a BTOPOil — B Ha-
npasienuy crenky JOK (Hanpotus npoekuuu myu-
ka ['mcca) M mpojpomKaeTcs 10 MecTa NpHKpen-
JEHUs CTBOPKM MHUTpaibHOro knamaHa. [locie
BCCrO0 3TH HAJApEe3bl COCAHHSIOT MONCPCUHBIM
paspe3oM M yJaisioT IMPOLUUTYIO Ha Jepikalike
rUNepTPOPHUPOBaHHYIO MBIILIECYHYIO TKaHb, CO3/1a-
IOILYIO [PEMSTCTBHE B BBIXOAHOM Tpakre. Kak
TOJLKO OCBOOOXKIAETCsl BBIXOAHOM OTIEN JIEBOrO
wenynouka (BOJIDK), Busyanusanmsi mojkianaH-
HBIX CTPYKTYpP 3HAUUTEIbHO YIy4IIAeTCs, 4YTO
MO3BOJIICT UCCEYb IHIEPTPO(UPOBAHHBIC YACTH
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NanuUTSPHBIX MBI YBEIUYCHHBIC MaNMIISPHBIC
MBIIIILBI PAcHoiaratoTcst OJIU3KO K CTCHKE JICBOTO
JKENYZI0uKa W CO3/aK0T BIIEUATIEHHE CHAsSHHOCTH
JIPYT ¢ ApyroM, obpa3ysi MbIILICYHBIN Bal B Cpej-
HEH 4YacTu JeBoro keiayaouka. K M3MeHEHHIO
JMHUM KOANTALUW NEepeiHedl M 3aJHEH CTBOPKHU
MUTPAJIBLHOTO KJanaHa MpPUBOAWT CMEHICHHE I'H-
NepTPOPHPOBAHHBIX MAMUIISIPHBIX MBI KMepe-
JIMB CPEIHCH YacTH JICBOTO JKENylo4yka. JTa I'-
neprpodus NanmUIsPHbIX MbILIL U3MEHSET MOTOK
KpOBHM BHYTPH JIEBOTO enyaodka. BermeacTeue
3TOr0 M3MCHCHHS MOTOK KPOBH ObET CHM3Y I10
nepeiHel CTBOPKE MUTPAJILHOIO KJlanaHa, IpUIo-
HUMasi €€ M HE MO3BOJSIET 3aKPHIThCA. DTO CO-
3[1aeT MEPEKPecT BXOAANICTO M BBIXOJAAMIETO TO-
TOKa KPOBH B IIOJOCTH JIGBOTO JKCITYJOYKA.

Ecnu y naumenra runeprpoupoBaH BbIXO/-
HOW OTIEN MpaBoro ’KemyJo4ka, TO, KaK MpH TeT-
page dPanno, vccekaercsi MbllICYHAs 4YacTh H
MOKET ObITh JONOJHEHA 3aIUlaToOd W3 ayTolepH-
Kapja.

[Tocne mpoBeaeHHo# onepaitiu Moppoy, oc-
motpeB BOJIK, uamepuB ero Oyxamu [erapa u
YAOBIETBOPHBILUCH 0OBEMOM MHOTOMHH, MOJKHO
3aKaH4MBaTh OMNEPALMI0, BOCCTAHOBHB TEPMETHY-
HocTh aopthl. [locie npodunakThku MaTepHalb-
HOW M BO3AYLIHOH 3MO0IMU MPOBOAUTCS MHTPAO-
NMEepaloOHHOE YPEe3MHUILEBOHOE YIBTPa3BYKOBOE
HCCIIEIOBaHUE C MOCIEAYIONMM HabmMoAeHHEM 3a
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pe3nIyalibHbIM I'paJIMeHTOM U (PYHKIMEH MUTpallb-
HOro M aopTalibHOro kiananoB. CpeiHui rpaju-
ent Ha BTJIK cpeam 13 mamumeHTOB cocTaBui
13(+2) MM pt. cT. CucTOnMYECKOE BHIKEHHE
nepejiHeil CTBOPKM MUTpPaJIbHOrO KiamnaHa
(systolicanteriormotion) y 11 (84,6 %) maumenToB
cpa3y ucuesnu. [lanpeHTsl ObUIM Ha Cpe/IHUX H
HU3KHMX J03aX KapAHMOTOHMYECKOH TMOAACPIKKH
(nonamuH 5-10 Mr/kr/muH.). BeposiTHee Bcero, 310
CBS3aHO C XOpOIIeH 3alIMTOi MHOKapaa KycTa-
JINOJIOM W XOJIOAHBIM PacTBOPOM B TEpHKap/Ie.
He wuckimiodaeTcs ¥ TO, 4TO BMEIIATENbCTBA HE
npeBslnaTu 55+8 MHH. MCKYCCTBEHHOTO KpPOBO-
oOpallleHHs, @ TaKkKe TO, YTO 00beM MCCEUCHHO-
ro MHoKapia ObUT ajieKBaTHBIM. PaHHH# moce-

OlepallMOHHBII 11IepHoj IpoTekall 0e3 OCIIoXKHe-
HHUH y 12 nauueHToB, YTO 3HAUYUTEIILHO BOOYILIEB-
TS0 U MOTHMBHPOBAJIO XMPYProB K BBITIOJIHEHHUIO
9TOM omneparyu. Mcceyennslii Matepual, OTIpaB-
JCHHBII Ha OMOICHIO, OKa3all, YTO MPH THUCTOJI0-
TMYECKOM HCCIIE/IOBAHHM B MHOKApJiEe OTpenes-
I0TCA eIVMHUYHBIC 3€pHa TIiHKoreHa. MecTtamu
pa3BUBaeTCA KOaryJsIIMOHHBIH HEKpPO3 B ouarax
KOHTpPaKTypHOH JucTpoduu. Bokpyr norudumx
MBIIIEYHBIX BOJIOKOH B CTPOME MHOKap/ia pa3MHO-
KaloTCsl MOHOHYKIeaphl, (pubpobiacTel, BCTpeya-
10TCsl eIMHNYHBIE TUMQPOLNTEL. OTMeqaeTcs Mel-
KO- M KpyNHOKamnelIbHas KUpoBas AHCTpodus ¢
OOJIBLIMM KOJIMYECTBOM PE3KO 303MHO(PUIBHBIX U
0a30(MIbHBIX MBILICUHBIX BOJIOKOH (pHC. 2).

Puc. 2. A (nonyToHkuiA cpes) — rmnepTpodus KapanoMMOLMTOB C o4aramm mmoumtonnaa.ye.x1000;
B (nonyToHKMIA cpes) — xaoTuyeckas Ae3opraHn3aums KapanoMMOLMTOB C BbIPaXEHHbIM
MHTEpCTULUManbHbIM Gudposom. YB.x1000

BosbIIMHCTBO KapAHMOMHOLIUTOB COJIEpIKallH
sjpa 1pojoiarosaroi Gopmsl ¢ QecroHuaro us-
Pe3aHHBIMM KOHTYpaMH sIepHOH 000J10uKH, vac-
TBIMH SJICPHBIMH 1OpaMH, Y3KHM IMEpHHYKIeap-
HbIM HPOCTPAaHCTBOM (pHc. 3).

Puc.3. YnbTpacTpykTypa Mmokapaa — odaru
KOHTPAKTYPHbIX U3MEHEHUN MUoprbpun
C ydacTkaMmm MmoumTonmsa.
AnekTpoHHorpamma. YB.x13000
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['eTepoxpoMaTuH pacriojarajics TOHKOH TI0-
JIOCKOW TPUMAapruHajbHO M OT/EIbHBIMU CKOILIe-
HUSIMH B KapuoruiazMe. MUTOXOHpUH ObLIH OT-
MEUEHBI MPEUMYLICCTBEHHO BO3IIE f/lpa, Ha Mec-
T JIM3UPOBAHHBIX MHO(GUOPHILT U 110]] CapKOJIeM-
Moi. OHM MMENH OKpYyTIyio (GopMy, TUIOTHO MpH-
MBIKQIM APYT K JAPYTY, COJIepIKalld MaTPUKC HH3-
KOM 3JICKTPOHHO# TJIOTHOCTH, YETKO BBIPAKEHHBIC,
YaCTHYHO (pparMEHTHPOBaHHBbIE KPHUCTHI. [paHy-
JSIPHBIN SHIOMIA3MaTHYECKUH PETHKYIyM Oblil
cierka pacimupeH. CapkoniazMaTHYeCKHit peTH-
KyJIyM M, B uyacTHocTH T-cucrema, OblIM mpej-
CTaBIIEHb! T'HIEPILUIa3UPOBAHHBIMKU TPYOOUKaMH U
BakyoasmMu. OTAeIbHBIE BaKyOJIW OTINYAIHCH
JIeCTpYKIMeH MmorpaHuuHOH MeMOpaHbl, 4TO TpH-
BOJIMJIO K MEIKOOYAaroBOMY OTEKY THasornia3Mbl.
Bakyosnsipnast Tpancdopmaims (parMeHToB cap-
KOTJIa3MaTHYECKOTO PEeTHKY/IyMa COINPOBOKIAIach
KOHTPAKTYPHBIMH COKpAILEHUIMH MHOGUOpHILI ¢
roMoreHusalueil U oTiokeHHeM Z-Marepuala.
B ruanomniazme MHOLIMTOB TaKKe pacrosiarajmchb
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KAZAXCKHIA MEQUUHHCKHA
YHHBEPCHTET HENPEPLIBHOIO
OBPAIOBAHMA

prbOCOMalbHbIC TpaHyJIbl, CKOIUICHHS IJTMKOTCHA,
HEPaBHOMEPHO PACHpPEC/ICHHbIC BTOPUUHbBIC JIH-
30COMBI, DICKTPOHHO-TUTOTHBIC MPEACEPAHBIC Tpa-
HYJIbIL.

JlnarHocTHuCCKHE KPUTEPUH THITEPTpOodUycc-
KO KapIHOMHOTIAaTHH:

1. T'uneprpodus kapauoMuonuroB — (+), 3a-
Humaromast 30 % muomagu cpeza MHOKap/a.

2. Xaoruueckasl J1e30praHu3anusi KapauoMH-
ouuTtoB — (+)

3. Uurepctuumanbueiii ¢udpos - (+) cmabo-
BBIPAYKCHHBIH.

4. Oyaru KOHTPAKTYpPHBIX H3MEHEHHH MHO-
budpun — (+)

5. Ouaru muouutonusza — (+)

6. Slnpa KapIHOMHOLMOB:

* rUrafrckue — (+)

* JKCIICHTPUYHO PACIOIIOKCHHBIC — (1)

* HenpaBwiIbHON (opmbl — (+)

* OKPY)XCHHBIC CBETJIBIM KOJBIOM "HHUMOOM"
- ()

* 3a3yOpeHHOCTb KOHTYpPOB sinep — (+)

PeskoruneprpodupoBaHHbie, Xa0TUUHO pacro-
JT0’)KGHHbIC, W3MEHEHHbIE MO (OopMe MHUOLMTHI,
UMEJIH OIPOMHBIC YPOJUIMBBIC sII[pa, PacIiOJIOKCH-
HbI€ SKCLEHTPUYHO, C XapaKTEPHBIM CBETJIbIM
"HuMOOM" BOKpYT HMX, 0Opa30BaHHBIN 3HAUNTEITb-
HBIM CKOIUIGHHEM KoitareHa. B OosnbloIMHCTBE B
MHOKapJI¢ BBISBISIOTCS Pa3IMYHOW BEIUYHHBI
YYaCTKH COCTMHUTEIILHOW TKaHH, 00YyCIIOBICHHBIC
UHTEPCTUIMATBHBIM (UOPO30M, pyOLIOBEIMH H3ME-
HCHHUSIMH M 3aMCCTHTCIIBHBIM CKIICPO30M.

[Tpu Bbinucke Ha 7-10-¢ cyrkun DXOKI no-
Ka3ajga XOpOIIME TeMOJHHAMHYECKUE PE3YIIbTaThI.
CucTonuyeckoe ABHKECHHE TIEpeIHEH CTBOPKH
MUTpaJbHOrO KianaHa (systolicanteriormotion) ne
Habmonanoch HU y oaHoro maumenta. CpenHuii
IPageHT MPH BBIMUCKE COCTaBHJ 7+2 MM pT. CT.
[Ipn ocmotpe uepe3 3,6,12 mecsleB Bce marucH-
Thl OTMEUAJIM 3HAUUTEILHOE YIIyYlIEHHE COCTOSs-
HHSI ¥ caMO4yBCTBHs. Mcuesnn xanoObl, MOsSBH-
Jochk Xoporuee HactpoeHue. [lpy ynbsTpa3BykoBOM
uccienoBanun B cpeaHeM KO - 124,214 wmin,
KCO — 46,4+4 ma, MXII - 1,6+0,4, 3CJIX —
0,95+0,2. Cpennuii rpagueHT — 8+2 MM PT. CT.
BosepanicHusi cuMnToMoB He Habimopanoch y 12
NaLHUEHTOB.
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Jlue B 1 ciydyae oTMeueHO nocieoneparu-
OHHOE PacCJIOCHUE AOPThI, MPH KOTOPOM KpoMme
onepaun Moppoy BBIMOTHEHO TPOTE3HPOBAHHE
BOCXOJIAILET0 OTAeaa aopThl M yacTh aAyru. Ha
5-¢ CYTKHM 3TOT MalMeHT ymep Ha ¢oHe mporpec-
CHPOBAaHMS TMOJMOPraHHOW HEJ0CTATOYHOCTH. B
OTIAJICHHOM >K€ MEPUOJIC JIETAIbHBIX CIyYacB HE
Ha0I101a10Ch.

BbiBO/1bI

Takum 06pa3om, 1e30praHu3anus MbIILCYHOI
TKaHH MOXXET BCTpE4aThcs M MpPHU MOpPOKax cep-
Ja, MPOTEKAUIMX ¢ KOHLUEHTPUUECKOW rumnep-
TpoHeH, U Aaxe y 4acTH 310poBbIX JHll. OnHa-
Ko 00beM Y4YacTKOB TakoW [e30praHu3alidd HU-
Korga He mpesbimaet 1-2 %. [losTomy Hanmvue
0YaroB JIe30praHu3aluu, MpeBbiuanmux 5 %
TUIOIIAM TIOMEPEYHOro Cpe3a MHUOKAp/a, MOKHO
cYHTaTh MOP(OJIOTrHYCCKUM KPUTCPHUEM THIICpT-
poduueckoit kapauomuonaruu. Onepauus "Muo-
9KTOMHS" OMAacHa TeM, YTO CENTaJbHBIH Bas MIIO-
X0 BU3yalIM3MpYyeTCs H3-3a OrpaHMYEHHOro /10C-
Tyna 4yepe3 aopTOTOMHIO, YTO MOJKET IMPHUBECTH
K COXPaHEHHIO BbICOKOro rpajauenra Ha BOJDK.
[ToaToMy mepen XUpyproM CTOMT 3ajaya ajiek-
BaTHOTO HCCEUYCHMS TUIEPTPOPHUPOBAHHOIO MHO-
kapaa. Ecin npu MHOCENTIKTOMHM YpE3MEpPHO
MPOBECTH HCCEYCHHE, TO TOSBISETCS BBICOKHIA
pucK pa3BuTHs monHoW AB Gnokaabl uam aedex-
Ta ME}XOKEIYI0UKOBOM neperopoiku. B xupypru-
4eCcKoM JiedeHHH oOcTpykTHBHONH (opmbr ['KMII
"3070THIM CTaHAapToOM" B HacTofllee Bpems
oCTaeTcsi MUO3KTOMUS. Pe3ynbrarsl MepBbIX oOrie-
paLuii nokasajau OTJIMYHBIA KIMHUYECKHI U reMo-
JUHAMUYeCKHH 3((eKT kak B paHHEM, TaKk M B
oTAalleHHOM nepuoje. [IpumeHeHne MeTOaAHKH
CenTaJlbHOW MMOAKTOMHUH, 110 Moppoy, Ha HallleM
MEPBOM ONBITC MOKA3ajJ0 YJIy4YLICHHE KavyecTBa
JKM3HM TIAIIMEHTOB, a 3TO, B CBOIO OYepejib, yBe-
JIMYUT MPOAOIDKHTEIBHOCTb )KH3HH U CHU3UT PUCK
pazBuTHs BHe3anHo# cmeptu. Cienyer oOpaiuarsb
BHUMAHHE Ha XOPOIIYIO 3alLMTy runeprpodupo-
BAaHHOI0 MHOKap/a, yJIydylICHHC BH3yalH3alUu
CEeMNTalbHOr0 BaJa, a/IeKBATHOE HCCEUYEHUE Bbl-
XOJHOTO OTJeNa W MaNMuISPHBIX MBI, OBICT-
pOE BBIMOIHEHUE OMEpalMy (COKpaIlCHUE BpeMe-
HHM MCKYCCTBCHHOIO KpOBOOOpALICHHS).

abzaliev_kuat@mail.ru
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TYAIH

Mneptpodusanblk kKapagmoMuonaTusiibl O6CTPYKTUBTI (DOPMAaCBIHBIH XUPYPrusnblK eMaeyaiH Kasipri yakbiT-
Tafbl "anTblH cTaHAAPTBI" MUO3KTOMUA GoNbIN Tabbinagel. AnFawksl onepauuanapabi HaTUXKECIHAE epTe XoHe
Kew onepaunanaH KeriHr keseHae oTe XaKCbl KMWHUKANbLIK kKaHe remoauHamukanblk kepceTkiwTep anbiHAab).
13 HayKacTblH CON XaK KapblHWACHIHBIH WHIFY TPaKTiciHAEr opTawa rpagueHT WHTpaonepaunanslk kesedae
13(x2) MM.cbiH.BaF., 7-10 TonikTe 7x2, onepauuagaH KeniHr kew kesenge 82 MM cbiH.baf. kepceTTi. MuTpangsl
KnanaHHelH angbHfbl XapMacblHblH CUCTONA KesiHAaer kosfaneicel (systolic anterior motion) 84,6 % HaykacTa
bipaeH xofanabl. 92,3 % HaykacTa eTe akchl HaTwkenep Tipkengi. 3, 6, 12 angaH kenin bapnelk HaykacTap
Kanne! XafganbiHbIH anTapnbikTan XakcapFadelH aTan kepcetTi. Warbimaapsl xofansin, KeHin-kywnepi xakcap-
Abl. YNbTpagbiObiCTblK 3epTTeyY KesiHae opTa ecenned AOK {(axb(pfbl AuacTononslk kenem) — 124,2+14 mn, ACK
{akblpFbl cucTonanslk kenem) — 46,4+4 mn, KAl (kapbiHwa apaneik nepae) — 1,6+0,4, CKAC {con xak KapblH-
waHblH apTkel cermenti) — 0,95x0,2, Moppoy OonbiHIWA cenTangbl MUOSKTOMUA Tacini BisdiH anfawkbl TaXIPU-
DeMisfe HaykacTapabH SMip canacbiHblH KakcapFaHbiH KepceTTi. An Oyn o3 keseringe emip cypy ysakTbifbliH
KOFApbINAThIN KaHe KeHET eniMHIH AaMybiH TeMeHdetedi. CoHbIMEH KaTap runepTpoduanaHFaH MUOKapATbIH
Kakcol KopfaHblChiHA, cenTanael BiNIKTIH BU3YanU3auUACHIHLIH Xakcel BonybiHa, welFap GeniriHiH koHe emisi-
Kwe BGynubikeTTepdiH TiniriHe, onepauusiHbliH XbINgaMm XacanybliHa (KacaHabl KaH anHangblpy YakbITbH KblCKap-
TY) k8Hin GenreH XeH.

TyiiHai cesgep: runepTpodmanblk KapaguoMuonaTusi, Mmosktomusi, Moppoy.
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SUMMARY

At the timebeing, myoectomy represents the "gold standard" in the surgical treatment of the obstructive form
of the hypertrophic cardiomyopathy. The results of first operations showed positive clinical and hemodynamic
effects in early and late periods. The average gradient of the left ventricular outflow tract during intraoperative
period among 13 patients was 13 (+2) mm Hg, at the discharge on the 7-10 days — 7+2, and in the distant
period — 8+2 mm.Hg. The systolic anterior motion of the mitral valve disappeared immediatelyin 84.6 % of
patients, 92.3 % of the patients showed an excellent result. When examined in 3, 6 and 12 months, all patients
noticed significant improvements in the health condition and general well-being. Complaints disappeared and
the mood improved. Ultrasound examination indicators were: the average BWW was 124.2+14 mL, CSR -
46.4+4 mL, MZP 1.6+0.4, LLWL - 0.95+0.2. Application of the Morrow method of septal myoectomyresulted in
the improvement of the quality of life leading to subsequentincrease in the life expectancy and the reduction
of the risk of the sudden death.The following factors should be considered in the course of the procedure:
protection of hypertrophied myocardium, improvement of visualization of the septal shaft, adequate excision of
the output and papillary muscles, fastperformance of the operation(shortening of the time of artificial circulation).

Key words: Hypertrophic cardiomyopathy, myoectomy, Morrow.
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