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PE3IOME: T'uneprpoduyeckas KapJUOMHOIATH, XOTSA U SABIseTCS Hauboyiee 4acTO BCTpEHaro-
LICHCS B IPAKTHKE MEPBUYHON KapAHMOMHUOIIATUEH, 3a4aCTy10 CIYKUT NPUIMHON TUAarHOCTUYECKUX
CIIO)KHOCTEH U 1axke omHrOO0K. J{J1s OIIEHKHM 4acTOThI BCTPEYaeMOCTH 3a00JIEBaHUSI CPEIM TOCTIHTAIIH-
SUPOBAHHBIX NAlIMCHTOB MPOBCICH aHAJIN3 pa6OTBI KapauoJOrun4eCKux OTI[CJIGHI/II\/’I MHOI’OHpO(i)I/IJ'IL-
HOT'0 TOPOJCKOro CTalMoHapa 3a 3,5 roza, BBIABICHBI ONIpeeICHHbIC KIIMHUYECKHE U Mopdonoru-
YecKue 0COOCHHOCTHU 3a00JeBaHus, JaHa UX XapaKTEePUCTHKA. YCTaHOBJICHBI OCHOBHBIE (DaKTOPHI,
MNpenATCTBYOIIUEC CBOCBpeMeHHOﬁ JUArHOCTHUKE U BO3MOXKHBIC CIIOCOOBI UX IMpCOJ0JICHU .
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ABSTRACT: Hypertrophic cardiomyopathy is the most frequent primary cardiomyopathy in clinical
practice. Nevertheless, a number of diagnostic difficulties and even mistakes are happened due to
the cardiomyopathy. Activity of cardiological departments in a multifunctional city hospital along
3,5 years was analyzed, frequency of hypertrophic cardiomyopathy among patients was established.
Some specific anatomical and morphological features of the cardiomyopathy were found and
characterized. The main factors hindering timely diagnostic have been identified and given some
advice to overcome them.
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BBEIEHUE

Kapmnunomuomaruu (KMIT) — 3a6oneBanus Mu-
oKapJia, COMPOBOXK/JIAIOIINECS €r0 CTPYKTYPHBIMU
unu QYHKIIMOHAIBHBIMA W3MEHEHHSIMHU TIPU OT-
cyTcTBUM Hiemuueckor 6omnesnn cepamna (UBC),
apTepuasbHON THUIEPTEH3UH, BPOXICHHBIX U
MPUOOPETEHHBIX TOPOKOB CEpJIa, CIIOCOOHBIX
BbI3BaTh HaOJIOfaeMble M3MEHEHUs MHOoKapja
[1]. [TocnenHue Tpu ACCATUIETUS XapaKTEPHU30-
BAJINCh CYIIECTBEHHBIM IOBBIIIEHUEM HHTEpeca
k n3ydyenuto KMII, nosiBieHHI0 HOBBIX OIpeje-
JeHUN M KIacCU(UKAIMOHHBIX MMOAXO0J0B, KPYII-
HBIX JIUIAEMHUOJIOTHUYECKNX HCCIIEJOBaHUN pac-
MIPOCTPaHEHHOCTH 3a00JIeBaHUN JaAHHOU TPYTIIIHI,
MOSIBJIEHUIO COBPEMEHHBIX METOJOB M CPEICTB
seueHusd [2].

Ilo pgaHHBIM CTAaTUCTHKK, Hanbojee dYacTo
BcTpeyvatonieiicss B npaktuke KMII sBnsiercs ru-
neprpoduueckas kapauomuonarusi (I'KMII), pac-
MIPOCTPAHEHHOCTH KOTOPOil B CPETHEM COCTABIISET
B nomymsiuu 1:500 [3]. OnHako naxe naHHBIA Ba-
puant KMII, BBUAY CBOEH OTHOCUTEIBHO PEAKOM
YaCTOThI BCTPEUAEMOCTH W BCE €Ille HeJOCTaTO4-
HOW M3yYEHHOCTH, OCTAETCS CIOKHOU IUArHOCTH-
YeCKOW W JIedeOHOW TpoOIeMoil B HEOTIIONKHOM
Kapauonoruyeckod mnpaxtuke. llpakTukyromme
Bpadd, 0COOEHHO BpayH MMEepBOTO KOHTAKTa, Kpaii-
HE PEIKO pacCMaTpUBAalOT B KaueCTBE BO3MOXK-
HOHM NPUYMHBI HEOTIONKHOTO KapAHOIOTHYECKOrO
cocrosiHus Ty uinu unyro KMII, B ToM uucne u
I'KMII, xoTopsle, Kak MpaBUIIO, CKPHIBAIOTCS O]
Mackoil octporo kopoHaproro cuaapoma (OKC)
WM OCTPOM JEKOMIIEHCAIMM CepJIeUHOI HepocTa-
tounoctu (OJICH), 4To BemeT AMarHOCTHYECKHUI
MOUCK B HEBEPHOM HAIPaBJICHUU, MPUBOJS K IO-
Tepe BPEMEHH W, 3a4acTyl0, MPOBEACHUH H3JIHUIII-
HUX U JJa)Ke TOTEHIIMaIbHO HEeOe30IMacHBIX UCCIIe-
JIOBAaHUM.

Brimensnoxennsle (akTbl MOCTYKUAIH MO-
TUBOM [UIsl M3Yy4YeHHUs 4YacTOThl BCTpPEYaeMOCTHU
I'KMII B mpakTuke oKa3zaHHsi HEOTJIOKHOW Kap-
JIMOJIOTUYECKOM OMOIIM B FOPOJICKOM MHOTOIIPO-
(uapHOM CTalMoHape, KINHUYECKHe Mackd U UC-
XOJIbI 3200JICBaHUs, a TAKXKE OCHOBHBIE (DAKTOPHI,
CIOCOOCTBYIOIIME WM TPENATCTBYIOUINE CBOE-
BPEMEHHOI TTOCTaHOBKE BEPHOTO TUATHO3A.

HE/b UCCIENOBAHUA

M3yunTh 9acTOTy BCTPEUaeMOCTH, BapHUaHTHI
KJIIMHAYECKUX TPOSIBICHUN, OCOOCHHOCTH TIOJI-
xoma k nuarHoctuke u jedenuio I'KMII B ycmo-
BHSIX MHOTOTIPO(UIHHOTO TOPOACKOTO CTallOHa-
pa (CII6 I'BY3 «lopoackass MapuuHckas 00Jib-
HHUTIIAY ).

MATEPUA/IbI U METO[IbI

ABTOPCKHM KOJUIEKTUBOM IPOAHAJIU3UPOBAH
BXOJIHOM MOTOK MalUEHTOB, MOCTYMABUIMX KaK B
SKCTPEHHOM, TaK W B IIaHOBOM mopsiake B CIIO
I'bY3 «l'oponckas MapuunHckas OonbHULIA» B IIe-
puon ¢ staBaps 2020 mo aBryct 2023 T. BKIIOYHU-
TeNbHO. J{JIs1 mocneayIomero n3y4eHus: u aHaianusa
oroOpanbl 24 manueHTa, KOTOPBIM B XOJE OKa3a-
HUS MEIULUHCKON IOMOLIH OBl yCTAaHOBIIEH Ana-
rao3 ['KMII.

CratucTudecKkuil aHajau3 JaHHBIX BBIIIOJHEH
C HCIIOJIb30BAaHUEM I1aKETOB NPHUKJIAIHBIX MPO-
rpamMm SPSS Statistics 17.0, pa3paboTuynkoM KOTO-
poii sBisgercst komnanus SPSS Inc. HomunansHsle
MOKa3aTeau IMPeACTaBIeHbl B BUIE a0OCOIOTHBIX
U OTHOCHTEJIbHBIX BeNU4MH B (opmare «n (%o)»,
HCIIOJIb30BAJINCh CTAHJAPTHBIE METOJbl OIHCa-
TEeITbHOW W CPaBHUTEILHON CTAaTUCTHKU. 3HAUCHIE
KpUTEpHUsl CTaTUCTUYECKOH 3HaYMMocTH (p) ycra-
HOBJICHO Ha ypoBHE BeposiTHOCTH omnoku 0,05.

PE3Y/IbIATDI

Kak yxe ObLII0 CKa3aHO BHIIIIE, 32 MIEPUOL C STH-
Baps 2020 mo aBryct 2023 1. nmarao3 ['KMII 6511
YCTaHOBJIEH 24 manuenTam, Ipu 3TOM KOJIMYECTBO
MyxkunH (13 — 54,2%) u xenmun (11 — 45,8%)
MPaKTUYECKH HE paznnyanoch. CpeqHud Bo3pacT
manueHToB coctaBmwi 60,5+15,7 roma (mms Myx-
guH 58,5+13,0 net u ps sxenmuH 63,0+18,8 roma
coOTBEeTCTBeHHO). CaMoli MOJO/JIOW MaIMeHTKE
Ob110 34 rojma, caMoOM MOXKHIOH — 87 JIeT, 4To
cornacyercs ¢ nanaeiMu O.C. UymaxoBoi [4], ro-
Bopsiiux o ToMm, 4to I'KMII moxeT mposiBnAThCA
MIPaKTUYECKH B JIFIDOOM BO3pacTe.

[TomaBnstomee  OONBIIMHCTBO  TAIMEHTOB
(21 — 87,5%) mocTynwin B CTAallMOHAp IO HKC-
TPEHHBIM MOKA3aHUSIM, U JIUIIb TPOE B MJIAHOBOM
TOPSIIKE 1T TIPOBEJEHUST O0CIEeOBaHUS B paM-
KaX MOATOTOBKU K MPEACTOAIIEMY ONMEpaTUBHOMY
neyenuro 'KMII. IMTanuentst ¢ 'KMII cocraBuimn
gyTh MeHee 0,4% Bcex ManueHToB KapaIuoaoruye-
CKOTO TIPO(IIISI, TOCTYHUBIINX B OTACICHUS HEOT-
noxuHo# kapauonorun (OHK) u xapamopeannma-
unu (KP).

Beero y 4 u3 21 nmanuenrtos (19,0%), mocty-
MaBIINX B CTAIIMOHAP IO JKCTPEHHBIM MOKa3aHU-
SIM, UMEJICh aHaMHECTHYECKHE TaHHBIE O HaJH-
yuu ['KMII. Ognako gaxe B 3TUX Ciydyasx Aua-
THO3 HANpaBJICHUS OB IPYTUM, U HA B OJHOM W3
CIIy4aeB 3KCTPEHHOU TOCMHTAIM3AlMA OH HE CO-
BT C OKOHYATEIHHBIM.

[IpeBanupytomieil xamo0oii, KOTOPYIO Mpeab-
SIBJISITA TOCTIMTAIM3UPOBAHHBIC TAIUEHTHI, ObLIa
6016 B rpynHoit kinetke (10 — 41,7%), Takxe He-
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PEeAKO MAIMEHTHI MTPEIbSBIISIN JKal00bI Ha OIBIII-
Ky (7 — 29,2%). Eme 6 manuentoB (25%) Oblan
TOCTIUTAIM3UPOBAHEl B CTalMOHap B Oecco3Ha-
TEJIBbHOM COCTOSSHUM C JUAarHO30M HarpaBlICHUS
«BHE3AITHAs CEpIeYHasi CMEPThb», A IATH U3 KO-
TOPBIX MPOBOJUMBIC pEaHUMAIMOHHBIC MEPOTPHU-
ATHUS YCIIEXOM HE YBEHUaauch. Kpome BbllIerne-
PEYHCIEHHBIX, TOCTUTAIN3NPOBAHHBIC TAI[UEHTHI
TaK)Xe MPEbIBIUIN jKallo0bl Ha epedou B pado-
TE ceplla, yJalleHHbIe CepaIeOneHus], U305
KPU30BOTO TIOBBIIICHUS apTEPHAIBHOTO JIaBJICHUS
(Al) m cHIKEHUE anmeTuTa.

CaMbIM YacThIM JIHarHO30M HAIIPABJICHUS SIB-
JIATICS. OCTPBIM KOpoHapHBIN cuHApoM (Bce 10 ma-
LIUEHTOB C OOJIBI0 B TPYAHOU KIIETKE), O BBINIEY-
MOMSIHYTBIX IMAIIMEHTOB MOCTYIAdd B COCTOSHUU
KJIIMHAYECKOW CMEpPTH W Y 5 W3 HUX peaHWMaIld-
OHHBIC MEPONPUATHS OKa3aJINUCh Oe3yCIEIIHBIMH.
Eite oauH JieTanbHBIM MCXOJ HACTYNUJI y Tallu-
SHTKH C Kajio0aMu Ha BBIPAKEHHYIO OJIBIIIKY U
JUATHO30M HaIlpaBJICHHS «CepJedHas HemocTa-
TOYHOCTBY». TakuM 00pa3oM, B HAIllEM HCCIIEA0Ba-
Hum 6 u3 24 manueHToB (25%) ckoHUauch (Bce —
B TIEpBBIC CYTKH TOCHUTAIM3ALMN), & MEXaHU3M
CMEPTH BO BCEX CIIy4asXx HOCWJI apUTMOTCHHBIN
rere3. Ha Bce ocTanbHbIe TPUYUHBI TOCITUTATIN3A-
nuu (CMHKOIIE B aHAMHE3€, KPU30BOE MOBBIIICHUE
AJl, Taxucucrommueckas Gopma QGUOPHILIAIIT
MpeicepAnii, HapacTaroliasi OJIbIIIKA) MPHUILIOCH
cymMMapHo 8 ciaydaeB, He 6ojee ABYX Ha KaKIYIO
13 TIPUYUH.

17 u3 18 (94,4%) ocTaBmuXCcs B )KUBBIX MaIU-
€HTOB BO BpeMs NMpeOBbIBaHUS B CTAIlIOHApe Mpo-
BOJMJIACH 3XoKapauorpadus (OJHOMY TAIUCHTY
BBITIONTHSAJTIACH HA TOTOCTTUTAIHHOM dTare, JaHHbIe
0 HEW TOJYyYUTh HE YIAJO0Ch), PE3yabTaThl KOTO-
POl MMenn KIIIoYeBOe 3HAYCHHE MPU MOCTAHOBKE
nuaraoza. COOTBETCTBEHHO, MIECTEPhIM CKOHYAB-
muMcs okoH4yaTrenbHbId guarao3 I'KMII Onun BbI-
CTaBJIeH IO pe3yiIbTaTaM MaToMop(hOIIOTHIECKOTO
HCCIeI0BaHus.

B GompmuHCcTBE cityvaeB (12 u3 17, 70,6%) ot-
MeJaJiach MPOMEKYTOYHASI CTEIICHb BBIPAXKCHHO-
CTH THIEPTPO(GUM MHOKap/Aa JKEITYI09KOB (MaKCH-
MajnbHasg TOJIIHMHA CTEHKU 19-29 MM [iIs I€BOro
xkenynouka (JDK) m 6-9 mm — st mpasoro) [5],
eme B 5 ciyvasx (29,4%) — ymepennas (mild)
creneHb BelpaxkeHHocTH (15-18 mm nmns JDK).
OKkcTpemManbHON cTeneHn runeptpoduu (30 MM u
Oonee ais Muokapaa jaesoro u 10 mm u 6onee s
MHOKap/ia IPaBoro JKeIyA04YKa) MPH BBHITTOIHEHUN
axokapauorpaduu TaleHTaM, BKIIOYCHHBIM B
Hallle ucclieJoBaHne, He HaOI01aI0Ch.

VY OoNbpIIMHCTBA TAIMEHTOB B HAIIEM MCCIIe-
JIOBAaHUM TUNEPTPOGUsS HOCUIA CUMMETPUUYHBIN
xapakrep (10 — 58,8%), 4TO HECKOJIIBKO OTIMYa-

€TCs OT JAaHHBIX OOJBIIMHCTBA aBTOPOB, KOTOPHIE
Yale yKa3bIBalOT HAa ACUMMETPUYHBIA XapaxTep
runeprpodun  Muokapaa. CHUXKeHHE TI100ab-
HOH M HapylIeHus JIOKaJbHOM cokparumoctu JIK
BCTpeJannch HewacTo — Bcero B 4 (23,5%) ciy-
Yasix, MPU 3TOM BBIPAXKEHHOE CHUKCHUE CUCTOJIH-
geckorr ¢yakuun JDK (dpakmus Beiopoca (DB)
MeHee 40%) oTMeueHa BCero y JIByX IMalMeHTOB, a
elle y JIBOMX CHIDKEHHE I00aIbHON COKpaTHMO-
CTH HOCHJIO TpaHUuHbIi Xapakrep (OB 48 u 49%
COOTBETCTBEHHO).

OO6cTpykius BeIHOCsmEro Tpakra JOK (rpamn-
eHT JaBieHus cBbiiie 30 MM PT.CT. B [TOKOE) BhISIBIIC-
Ha y 6 maruenToB (35,3%), 4TO COOTBETCTBYET JIH-
TepaTypHbIM AaHHBIM. C y4eToM TOro, YTO MalueH-
ThI TTOCTYIIAJIH B CTAI[IOHAP B DKCTPEHHOM TOPSIIKE,
PS1 TUTAHOBBIX OOCIIEIOBAHUH, B TOM YHCIIE H3Mepe-
HUE TPaJMeHTa JaBJICHUS B BEIHOCSIIEM TPAKTe, BO
BpeMsl JTaHHOH TOCIMTAIIN3allii HE TPOBOIMIINCH,
JTaBaJIUCh PEKOMEHAALIMH O MTPOBEIEHUH UCCIIEI0BA-
HUS B CTIEIMAIN3UPOBAHHOM CTaIlMOHAPE.

Bcem manmentam ¢ I'KMII, nuarno3 Hampas-
nenusi koTopsix 3Bydan kak OKC, mposoamiock
OTIpejIeNICHHe YPOBHS TPOTIOHWHA W B TPEX CIy-
yasx (33,3%) oH ObLI BbIIIEC PePEPEHCHBIX 3HAUC-
HUH, XOTA U HE JIOCTUTAT YPOBHEH, XapaKTepHBIX
JUIsT WIIEMUYEeCKOro HeKpo3a Muokapna. Takxke
TPEM TaIMeHTaM B CPOYHOM MOPSIKE BBITIOTHS-
JI1 KOpOHaporpaguro, Mpu KOTOPOH HE BBISIBIIN
MIPU3HAKOB OCTPOrO0 KOPOHAPHOTO TpomMOO3a, a
oOHapy»XeHHbIE aTePOCKICPOTHYECKUE H3MEHe-
HUSI KOPOHAPHBIX apTEepUil HE PACIICHUBAIUCH KaK
reMOJMHAMUYECKN 3HaYMMble W TPeOyrolIne WH-
TePBEHIIMOHHOTO MOCOOUs. OJHAKO JIaHHBIC BbI-
[IeTIePEYNCIICHHBIX HUCCIE0BaHNI MOTIH OBITh
WHTEPIPETUPOBAHBI HEOAHO3HAYHO U 3aTPYIHUTH
MTOCTAHOBKY OKOHYATEJNBHOTO IHWarHo3a, 4To ele
pa3 moYepKUBaCT HEOOXOAUMOCTh KaK MOXKHO 00-
Jiee paHHETo MPOBEJICHUS X0KapaAuorpaduu, eciiu
ee TPOBEJeHUE HE 3aJ[epP/DKUBACT BHITIOJHEHUE
KOPOHApOAHTHOrpauu MO IKCTPEHHBIM IOKa3a-
HusiM (OKC co crolikuMm mogbemMoM cermMernTa ST).

JAKJAHYEHUE

Takum 00pa3oM, MO JaHHBIM HaIllEro Hcclie-
nmoBanust ['KMII xapakrepusyercsi pazHooOpas-
HOU KJIMHUYECKON KapTHHOM, 4alle BCEero IpoTe-
kas mox Mackoir OKC, Takke Hepeako MEPBBIM U
CJIMHCTBCHHBIM MPOSIBICHUEM SIBIsieTCs (haraib-
Hasi apuT™Mus. 3a00JeBaHNe BCTPEUACTCS IPUMEp-
HO C OJMHAKOBOM YaCTOTOM KakK y MY>KUUH, TaK U y
JKCHIIIMH, a KIMHHUYCCKas MaHI/I(i)eCTaHI/ISI BO3MOX-
Ha B M000OM BoO3pacre.

Ilo mammMm panabeiM, nanueHTsl ¢ I'KMII co-
ctaBmm okono 0,4% OT rocnuTaduM3UpOBAHHBIX B
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OHK u KP, 4yTo npuMepHO COOTBETCTBYET PACIpPO-
CTPAaHEHHOCTH 3a00JieBaHUsl B OOIICH TMOITYISLIUH.
BeposiTHO, paHHee BbINOIHEHUE 3X0Kapanorpaduu
1 TIOJTHOLEHHO COOpaHHbII aHaMHE3 MO3BOJIMIIN ObI
YCKOPUTb BpeMsl IOCTAaHOBKM TOYHOI'O JIMarHosa u
B psjie ciydaeB M30eXaTh MPOBEACHUS KOPOHAPO-
rpaduu U Ja)ke MTHTEPBEHIIMOHHBIX BMEIIATENbCTB,
1enecoo0pa3HoCTh KOTOPBIX Oblia Obl, KaK MIHH-
MyM, JUCKyTaOelbHA TPU HAJHYUHM Y JICUaIero
Bpauda 3HaHUil o cyuecTByroweM auarnoze I'KMIIL.
I'KMII Ha cerogHsIIHMI J€Hb OCTaeTcs BCE
elle AOCTAaTOYHO MaJOU3BECTHHIM 3a00JIeBaHUEM,
0CcoOCHHO A5l Bpaueil nmepBoro koHTakra. Hapsny
C OOBEKTHBHBIMH TNPUYWHAMH, 3aTPYAHSIONIME
JUarHOCTHYECKUN MOUCK, a TakXe HEO0OXOIMMO-
CThIO TIpOBeACHUS AU(QepeHalIbHON JTUarHo-
ctuku ¢ OKC, Hepeako NpuYMHON HE BIOJHE KOP-
PEKTHOTO MpPEIBapUTENILHOIO JUArHo3a CIYKHUT
JIUILIB HEHOJHOLEHHO COOpPAHHBIM aHaMHE3.
[lonBons WTOI, MOXHO C YBEPEHHOCTHIO CKa-
3aTh, 4YTO TpoOIeMa KapAUOMHOMATHHA TpeOyeT
JaJIbHEHIIEro U3y4eHUs C LEeJbI0 YIIyUlIeHUs Ana-
THOCTHUKH U ONTHUMM3AINH JICUSHHS, & CBOEBPEMEH-
HOCTb JMArHOCTHKH MO3BOJIUT YJIyYIIUTh IPOTHO3
U COKpPaTHTh MOTPEOHOCTH B BHITIOJIHEHUH JIOPOTO-
CTOSIIIUX MHTEPBEHIIMOHHBIX BMEIIATEIIbCTB.

10NOIHUTE/IbHAAL UHPOPMALINA

Bkuaa aBropoB. Bce aBropel BHecnoW cylle-
CTBEHHBIH BKJIAJ] B pPa3paOOTKy KOHIIETIIIHH, IPOBE/Ie-
HUE WCCIIeJIOBAaHMS M MOATOTOBKY CTaThbH, MPOWIN U
ono0prH (PMHATBHYIO BEPCHIO TIepe]T Iy ONTHKAITEH.

KonuukT nHTEpecoB. ABTOPHI IEKJIAPUPYIOT
OTCYTCTBHE SBHBIX W IMOTCHIMAJIbHBIX KOH(IHK-
TOB MHTEPECOB, CBA3aHHBIX C MyOIUKae HacTo-
SIIIIEN CTaThbH.

Hctounuk d¢uHaHcupoBaHusi. ABTOpHI 3a-
SIBJISIFOT 00 OTCYTCTBUHU BHEIIHETO ()MHAHCHUPOBA-
HUSI IPU IPOBEACHUU UCCICIOBAHUS.

HNndopmupoBaHHOoe coriiacue Ha MNyOJIHKA-
IMI0. ABTOpBI MOJYYWJIM HUCBMEHHOE COITIACHE
MAIUCHTOB Ha ITyOJIMKAIIUI0 MEUIIMHCKUX JaHHBIX.
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