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Hageneno cydacHi aHi Ipo €TioJIorilo, MaTtoreHes, KIiHiKy, 1iarHOCTUKY Ta JiKyBaHHs rineprpodiduHoi kapaiomionarii.

IIpuBeneHs! coBpeMeHHbIE JaHHBIE 00 STHOJIOTUH, TaTOreHe3e, KIMHIKE, ANarHOCTUKE U JICUCHUH THIEepPTPO(QUIeCKON KapJHOMHOIIATHH.

The article presents current data on etiology, pathogenesis, clinical picture, diagnosis and treatment of hypertrophic cardiomyopathy.

anepipoq)mecxaﬂ kapauomuonarst (' KMIT) —ayrocomHo-
JIOMHHAHTHOE 3a00JIeBaHue, XapaKTepusyrolieecs: THIep-
Tpohreil MUOKap/a JIEBOTO W/MITH M3peJIKa MPaBOro >KETy/I0uKa
TIPY OTCYTCTBUU JMNIATALNH €10 TOJIOCTH ¥ IPHYUH, BBI3bIBAIOIIIUX
THIEPTPOPUIO CepAeUHON MBIIIEL. [ MepTpodus 1eBoro xemy-
JIOUKa Yalle aCMMMETPHUYHAs], NPEHMYIIECTBEHHO MOPaXKaeTCst
Mexokenyoukosas reperopozaka (MIKIT) ¢ popmupoBanmem cy-
0aopTaNBHOTO CTEHO34, PEXKE BCTPEUACTCS CPETHEIKEITYI0UKOBAs
1 anKaibHast Tuneprpodus. CumMerpruyHast (KOHIEHTpUYeCcKast )
runeprpodus BesiBIsieTcs y 5% 60nbHbIX. Kpaiine penko BeTpe-
YaeTcst THIepTpoQHs MPaBoro >KeTynodka. YacTora BBISABICHHS
I'’KMII cpean nacenenus EBpornsl, AMeprky 1 SInoHuy koneoneT-
cs1 ot 0,2% 1o 0,5%, B Ykpaune cocrasinsier 0,47%.

I'KMII 6pu1a n3BecTHa eme Bo Bropoi nonosuHe XIX Beka,
HO JIETaJIbHOE OIMCAaHUE MAKPO- ¥ MUKPOCKOIMYECKON KapTUHBI
3aboneBaHMs BIEPBHIC MpeAcTaBmI B 1958 romy aHmIMHACKMIA
yuenslii R. Teare.

3aboseBaHue BBI3BIBACTCS MYTALMSIMH T€HOB, KOAWUPYIOIINX
CHHTE3 COKPAaTUTENNBHBIX OCJIKOB MHUOKap/a. ¥ 4acTh OONBHBIX
MyTalys NPOSIBISIETCS B JETCKOM BO3PACTe, HO B 3HAUUTEIBHOM
YHCIIe CITydaeB 3a00JI€BaHNE BBISBISIOT JIMIIB B ITOPOCTKOBOM
nieprozie 6o B Bo3pacte 3040 ner. Tpu OCHOBHBIE MyTalluK
SIBJISIIOTCS] HanOoJiee YacThIMU: TSDKEJION 1eny -Muo3uHa; Oe-
ka C, CBA3BIBAIOLIETO MUO3UH; cepaednoro tpononuHa T [10].
PazHble MyTany UMEIOT pa3NIUYHBINA IPOTHO3 U MOTYT UMETh
OTINYMS B KIIMHUYECKUX MPOSBICHUSAX [5].

Mopdomnornaeckue npuzHak ' KMIT: xaoTidaHOE, HENpaBHITb-
HOE PacMoI0KEHHE MBIILIEYHBIX BOJIOKOH B MUOKap/E, IPHU3HAKU
«0O0JIe3HN METIKMX KOPOHAPHBIX COCYZI0BY», YIacTKH Gpropo3a Ha
(oHe BBIpaKkeHHOH runeprpodun Muokapaa. Tommmaa MOKIT
MoxeT gocturars 40 MM. B HacTosmee Bpemst kpureprem I'KMIT
CUMTAETCS YBEJIMUEHUE TOIIIMHBI MUOKAap/1a CBBIIIE WX PaBHOM
1,5 cM npy HUTMYMK TUACTOINYECKON AUCQYHKIUHN JIEBOTO JKe-
nypouka (JIX). ITpu TKMIT npumepno B 35-50% cirydaes pas-
BUBAETCS TAK Ha3bIBaeMasi 00CTPYKIMSI KPOBOTOKA B BBIHOCSIIIIEM
tpakte JOK. Beipaxkennas runeprpodus MXKII cnocobersyer
TOMY, 4TO IIEPEIHSI CTBOPKA MUTPAIBHOTIO KJIallaHa OKa3bIBACTCS
OJIM3KO K TIOBEPXHOCTH NEPETOPOJIKH M B CUCTOJTY TIOTOK KPOBH

TIONTATHBAET ee K Ieperoponke Omaronaps addexry Bentypu.
Takum 06pazom, co3aercs MPEsTCTBAE BEIOPOCY KPOBH.

Knnangeckas kaptuaa ['KMIT nomimopgna. Muorue 60ib-
HBIE HMEIOT OECCUMITTOMHBIA MJIM MaJIOCHMITOMHBIN BapHaHT
teueHns (30%). 3aboneBaHre MOXET BCTpEUaThCs B JIIOOOM
BO3pAacTe, OHAKO MEPBbIe KIMHUYIECKUE POSBICHHS Yallle BO3-
HHKAIOT B Bo3pacte 22-25 JeT, mpu4eM My>KUYHHBI OO0JICIOT MpH-
MEPHO B 2 pa3a yaile. Beiiensror 3 reMofMHaMU4ECKUX BapHaHTa
I'KMII: Ge3 oOCTpyKIMM BBIHOCSIIETO TPaKTa, C JIATEHTHOU
(pyHkIMOHATBEHON) M IBHOI OOCTPYKIMEH BBIHOCSIIETO TpPaK-
Ta. B 3aBUCHMOCTH OT BEJIMUMHBI TPATNCHTA JTABICHHS MEXILY
BbIXOiHBIM TpakToM JIK m aoptoii, cormacHo kimaccudukayn
Heto-Mopkcekoii acconmariiy cepiiia, BUIEISIOT 4 cTauu 06-
crpykruBHoi I'KMII [7,9]:

— 1 cT. — rpaagueHT naBieHus He BbIIE 25 MM PT. CT.;

—1II ct. — rpaguent aapnenus ot 25 10 36 MM PT. CT.;

—1III cT. — rpaguenT naBnenus ot 36 10 44 MM pT. CT.;

—1IV cT. — rpagueHT gaBneHys NpeBbIAET 45 MM PT. CT.

CymecTByeT napauiesn3M MeX/Iy CTEHNEHBIO OOCTPYKIMU U
KIIMHUYECKUMU NPOSIBIICHUAMHE 3a00seBaHus. OOBIYHO IEpPBBIM
KIIMHUYECKUM TPOSIBIICHUEM SIBIISIETCS TPYOBI CHCTOINYECKIH
IIyM Ha BEPXYIIKE, 3aTE€M MOSBIISIETCS OIBIIIKA ITPH (PH3UIECKON
Harpyske, HapyIIeHUsI puTMa cepana. Kapiuanrum, mpucTyIis!
AQHTMHO3HBIX OOJIeH, BHe3amHas c1abocTh 1 0OMOpPOYHBIE CO-
CTOSIHUSI (CHHAPOM MAJIOro BBIOpOCA) BBIABIAIOTCS Ha Ooiee
TIO3/THHUX CTA/IMSX U CUMTAIOTCSI HEOIAaronpHsATHBIM ITPOTHOCTH-
YeCcKUM TpH3HaKoM. BHe3arHas cMepTh MOXKET OBITH IEpPBBIM U
MOCTICHUAM TIPOsIBIICHUEM 3a00meBanus [ §].

Ipu o6vexTrBHOM 00CTenoBanny 6ombHEIX ' KMIT BEIsSIBIISICT-
Csl yCHIJICHHBIH KyNOJI000pa3HbIi IBOHHON BEpXyIIIEUHBIH TOTIOK,
mynbcanys B 11 mesxxpeOepbe ciieBa OT rpyAMHBL, TUKPOTHYECKHH
MyJIbC HA COHHOM apTepuu. [ paHUIbI OTHOCUTENBHOH CepAECUHOI
TYMOCTH, KaK NPaBUJIO, HE W3MEHEHBI, HHOIa HECKOIBKO pac-
HIMPEHBI BIEBO W BBEPX. JHAYUTEIBHOE PACIIMPEHHUE TPAHUIL]
OTHOCHTEJBHOH Cep/IeYHON TYIIOCTH HaOMIOAAeTCs TONBKO MpH
spomonuu 'KMII B aunaTanmoHHy 0 KapIHOMUONIATHUIO.

OCHOBHOH ayCKyIbTaTUBHBI CHHAPOM: CHCTOIMYECKHUH
myM m3rHanus B 111 wm IV mexpebepbe cieBa OT TpyAWHEL,
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M3MEHYMBBIA [0 XapaKTepy U MHTEHCUBHOCTH, HApACTarOLe-
yObIBaromi. 3By4HOCTh TOHOB HE M3MEHEHa, MHOTrna | ToH
MOXXET OBITh YCHJIEH WM ocliabiieH, uMeeTcs paciieruienue 11
ToHa wiu ononautenbHble [ u [V Tonsl. [lestenbHocTh cepaia
MO’XET OBITH PUTMHYHOM, HO Yallle BHICITYIIMBAIOTCS Pa3iIMIHbIE
BUJIbI ApUTMUH: TIPEACEPAHBIE U XKEITYIOUKOBBIE SKCTPACUCTOJBI,
MepLarenbHas apuUTMHs U T. [1.

M3MeHeHns Ha 3MEKTPOKApAUOTrpaMMeE PErUCTPUPYIOTCS Y
90-95% 6onmbabIx 'KMIT. Yarue Bcero BBISBISIOTCS TPU3HAKH
runeprpodun muokapaa JOK, a Takxke nryookue 3youst Q B ot-
BeeHusax 11, 1T u AVF unu B neBBIX rpyIHBIX OTBEACHUSAX, JIE-
Bauus win genpeccus cermenrta ST u orpunarenbHbie 3yOrst T.
Bo3MOXHBI pa3uuHble HApYLIIEHUs] PUTMA U IPOBOIUMOCTH.

amE

Puc. 1. OKT 6omproro ¢ 'KMII.

Xonreposckoe MoauTopupoBanue DKI BBIsSBIsSET HapyIIeHNs
pHUTMa, a TaKXKe SMHU30/bl UIIEMHUH MHOKap/a, YTo BaKHO VIS
IIPOTHO3a M OLIEHKN BO3MOXXHOCTH Pa3BUTHsI BHE3AITHOW cMep-
. Y 20-25% 6onmpubix I'KMII paszBuBaercst ¢pudpusisums
NpecepaAni.

Oxokapmauorpadus (IxoKI') sisteTcss MeTooM BeIOOpa ISt
muaraoctrky 'KMIT. OcrosHble Dx0KI -ipu3naku y OOJIBHBIX C
obcrpykruBHOi ' KMIT: 1) acummerprunast runeprpodust MIKIT
(otHomenue Tonumusl MOKIT B muacrorne x TommuuHe 3aaHel
creaku JIOK 6onee 1,3); 2) runoxunesus MXKII; 3) ymeHbienue
CKOPOCTH PaHHEro JHACTOJINYECKOrO IPHUKPBITUSI NepeHer
crBopku MK (EF); 4) mepenHecucToONM4IecKoe IBIDKEHHUE TIePe/I-
Heli ctBopku MK;; 5) cpenHecrcTongeckoe IpruKpbITHE CTBOPKH
AOPTAJILHOTO KJIaNiaHa; 6) yMEHBILIEHHE MIEPEIHE3a JHEr0 pa3Mepa

===

JDK B cucromy n nuacrony npu @B Gonee 70%; 7) KOHTaKT
nepenHeit creopkr MK ¢ MIKII B auacromy [12].

Jlormieporpaduisi O3BOIISET OLIEHUT CTEIIEHb MUTPAILHOM pe-
TypruTalym, TypOyJIeHTHOCTb M CKOPOCTH CHCTOIIMYECKOTO ITOTOKa B
BbIXO#HOM otzene JDK, xapaxrep muactomiaeckor IuchyHKIUH.

OreHKa TPOIOIIBHON U PaJiaIbHON CHCTONNYECKOH edop-
Maly MHOKapJia JEBOTO JKeNyJJ0uKa P THIepTPOdHIECKOH
KapAAUOMHONATUH MO3BOJSIET BBIIBUTH CHIDKEHHE MPOAOIBHON
cucromyeckor pyrkimy JOK nmpu HOpManibHBIX WITH TTOBBIIICH-
HbIx 3HaueHnsAx GBJDK. Hapymienue npononbHoiM CHCTONNYECKON
¢yskmm JOK He cBsi3aHO ¢ rpaeHToM 00CTPYKIMH B BBIXOJHOM
tpakre JOK. [IpononsHast cuctoimueckas gpyHxus JOK koppenu-
PYET ¢ oKa3areasiMU TPaHCMUTPAIBHOTO MOTOKA.

B cnoxHBIX CiTyyasix IPUMEHSIOT PaAHOIOI9eCKUE METONBL,
BEHTPHUKYJIOTpa(HI0, MArHUTHO-PE30HAHCHYIO M TIO3UTPOHHO-
SMHCCHOHHYO TOMOTPaduio.

I'eneTnueckas qUarHOCTHKA CYMTAETCS BaXKHEHIIIMM METOIOM
JUIS OLIEHKH IIPOTHO32 BBU/TY PA3IMYHOTO TEUCHUS 3a00JIeBaHNUS
MPU pa3INYHBIX MyTaluaX. B reHeTnueckoil JUarHocTuke Hyx-
JIAFOTCS ¥ wieHbI ceMbr 6opHOro I'KMIT [2]. K coxkanenuro, oHa
MaJIOZIOCTYTIHA BHE KPYITHBIX HCCIIEN0BATENbCKUX LIEHTPOB.

Jleyenyie oKa3aHOo JIIL ITPH HATMYHMH KITMHAKH JIO0 (hakTopoB
pricka BHe3aIHo# cMepTH. OOIHe MEpONPHSATHS BKIIIOYAIOT Orpa-
HHMYCHHE M30BITOYHBIX (PU3NYECKHX HArpy30K U 3allpeT 3aHATHH
crioproM. IToBcetHeBHBIE ObITOBBIE HArPY3KU HE OrPaHIMIMBAIOT.

B kxauectBe cuMnToMaTH4ecKod Tepanuu Hauboiee ya-
CTO PEKOMEHIYIOT IMpUMEHEHHE (-aJpeH00IOKaTOPOB U
AHTAarOHUCTOB KalblUs HEAUTUAPONEPUIUHOBOrO psija
(Bepanmamui, IuITHA3EM), IPU 3TOM NPUOPHUTET OTAAIOT
B-anpenobnokaropam B BBICOKHX J103ax [1]. OnbIT mpuMeHe-
HUSI MHTHOMTOPOB aHTrHompeBparatoiero pepmenra (MAIID)
CBUJIETEIILCTBYET O 1[EJIECO00Pa3HOCTH UX NCIOIB30BAHUS Y
NanueHToB ¢ HeoOcTpykrtuBHOU (opmoit KMII. Crenyer
MOMHUTB, YTO 3Ta rpyIIa IpenaparoB IPOTUBONOKAa3aHa IpU
00CTpyKTHBHOI popme 3aboneBanus. [I[puMeHeHne capraHoB
npu o6crpykruBHOiM hopme 'KMII siBnsieTcst npenouTuTels-
HBIM, ITOCKOJIbKY HE TOJIFKO HE YCHJINBAeT OOCTPYKLUIO, HO
y MHOTHX OOJIbHBIX YMEHBIIAET TpaJueHT nasineHus. Cpenu
AHTHAPUTMUYECKUX MPENapaTroB BeAylLlee MECTO 3aHMMAET
amuonapos. boneaeiM 'KMIT He cnenyeT Ha3HAauUaTh HUTPATHI,
JUTHAPONHUPUIUHOBBIE AaHTATOHUCTHI KallbLUs, CEpAECUHBIE
TJIMKO3U/Ibl, TaK KaK BCE OHH yCHJIMBAIOT OOCTPYKIHIO.

Puc. 2. AcummetpuyHas runeptpodus u runokusesus MKII.
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Puc. 3. Cucronudyeckuil HOTOK B BBIXOJHOM TPAKTE JICBOT'O JKeIy-
Jouka y 6ombHOTO ¢ HeobcTpykTHBHOI ['KMII.

[ neim | | 13BmEa |

Puc. 4. Iloka3zareny npooabHOTO U PalMaibHOTO CTpelHa JIEBOTO
JKETyZOUYKA U3 alMKAIFHOH YeTHIPEXKaMePHOU IO3HINH Y O0IBHOTO
¢ 'KMIIL

IIpu oTcyTcTBIH KITMHNYECKOTO 3(h(EeKTa OT AKTUBHOM ME/TIKA-
MEHTO3HOM TepaIriy CHMITTOMATHIHBIM O0BHBM ¢ []] Gorbiie 50
MM PT. CT. TOKa3aHO OTIEPATUBHOE JICUEHHE: CENTAIbHAS MHOTOMIS
1 MHO3KTOMUS], THOT/IA C IPOTE3NPOBAHUEM MUTPAJIBHOTO KJTama-
Ha [3,6]. Exie ompH coBpeMeHHbIH METO/ JICICHHS — TPaHCKaTeTep-
Hasl cenTaibHas alKoroiibHas aonsamus [4,6]. JlaHHbIe METOIUKA
TIPETIONAraloT yMEHBIIEHHE OOCTPYKIMH IyTeM yMEHBIICHUS
TOJIIIIHBI MEXOKEITYIOUKOBOI TIEPETOPO/IKH.

ANBTepHATUBON OIIEPaTUBHOMY JICUCHUIO MOXKET CTaTh IO-
cllefloBaTeNbHAs JBYXKaMepHas JIEKTPOKApANOCTUMYIISIIHS
(BKC) ¢ ykopodeHHOH aTpHOBEHTPUKYIAPHOHU 3aIePIKKOMU.
Ora merognka DKC u3MeHseT mopsamoK Bo30yKISHHUS U CO-
KpaIeHUs KEITyJOUKOB: BHayase BO30Y)XKICHHUE OXBaTbIBACT
Bepxymiky, 3areM MXII. I'paguerT oOCTpyKIIMN CHIKAETCs
3a CYET CHMI)KEHHUs peruoHanbHoil coxparumoctu MXKII.
K unBasuBHbpIM MeTonam jeuenus I'KMII oTHocaT Takke
MMIUTaHTAIHio AepuoOpmuiaTopa O0IFHBIM BBEICOKOTO PHCKA
BHE3AIIHOW CMEPTH.

IIpu orcyrcTBHM 3ddeKTa OT BCEX BBIMIECHIEPEUNUCICHHBIX
BUIOB JIEUCHUSI [TOKA3aHa TPAHCIUIAHTAIS CEpIa.

HawuGomnee gacTeM 1 TspKensiM ocnoxHernnem I'KMIT siBis-
eTcsl BHe3amHas cMepTh. ClielyeT OTMETUTB, YTO B CTPYKTYpe
OoNIBHBIX ¢ BHE3amHOW cMepThio OonbHble ' KMIT 3anumaror
JTUAUpPYIOIIUE MO3UIUH. PUCK BHE3almHOW CMEpTH IIPH JABHO-
ctu 'KMII He Oonee roma cocrapisier 2—3%, mpu aHAMHE3€
cepie 10 et — 20%.

[TpenukTops! BHE3anHOM cMepTH (pekoMenaanu EBpomneii-
CKOTO KapauoJormaeckoro odmiectsa, 2003) [9]:

* kimace | (yposens B):

— OCTaHOBKa cep/ua (MM COXPaHSIOMIAsCcs >KeIlyI09KOBast
TaxuKapaus);

« ximacc 11 (ypoBens B):

— HaJIMYUe CIy4aeB BHE3AITHON CMEPTHU B CEMBE;

— CHHKOIIAJIbHBIE COCTOSHUS,

— BBIpakeHHas rureptpodust (>3 cm);

— TUITOTEH3HS IPH (PU3NUECKOH Harpys3Ke;

— TpexoasmIas xKenynoukoBas tTaxukapaus (XM OKT);

* xmacc 1Ib (yposens B):

— 3JI0KaY€CTBEHHBIEC MYTAallUH;

» xyacc III:

— MHIYLUPOBaHHAs JKEIyJ04YKOBas apUTMHUsI IIPU IEKTPO-
crumyisiiuu (yposess C);

— obcTpykTHBHas Gopma (ypoBeHb B);

— MUTpasibHas peryprutanus (yposess C);

— 0oy B rpynu, oxbika (yposeHs C);

— mapokcu3MalibHas opMa TpereTanust npeacepaus (ypo-
BeHb B).

UYeTkoli 3aBUCUMOCTU MEXKAY HAJIMYUEM U XapaKTEepOM Ka-
106 pu I'KMII u prickoM BHe3armHOH CMEPTH HE BBISBIICHO.
Y 5-10% GonbHBIX pa3BUBAIOTCS OCIOKHEHHUS B BHJIE HH(DEK-
IIMOHHOTO 3HA0KApJIUTAa MK TPOMOOIMOOIHIA.

Jleransrocth pu 'KMIT 3aBucHT ot hopmbl 3a0oneBaHus 1
BO3pacTa nanuenTa. [Iporaos xyxe y MooabIx O0JIbHbIX, CMEpT-
HOCTh OT JKEITyIOYKOBBIX HapylleHuil purma pocturaer 50%
B 1oz [11]. IIporHo3 GnaronpusTHBIN y NallIEHTOB, YCIELIHO
HNEPEHECIINX ONePaTUBHOE BMELIATeNbCTBO. BTOpoil MexaHu3m
CMEepTH — 3aCTOMHAas cepAeuHas HeJOCTATOYHOCTh, KaK IIPaBUIIO,
y NAIMEHTOB CPeIHEN U CTapIlell BO3paCTHON KaTerOpHH.
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