TPAHCTIAAHTALING CEPALIA 1 BCTTOMOTATEABHOE KPOBOOBPALLIEHME

DOI: 10.15825/1995-1191-2026-1-85-97

CNOCOBbI AEYEHUA TMNEPTPOPUYECKOMU
KAPAUOMUONATUU B 3ABUCUMOCTHU
OT EE AHATOMUYECKOIO BAPUAHTA

FO.B. Cemenosa, b.JI. Mupoukos, /].A. H30mos

PIBY «HAUMOHAABHBIM MEAMUMHCKMIN MCCAEAOBATEABCKMM LLEHTD TOAHCIAQHTOAOTMM
M MCKYCCTBEHHbIX OPraHOB MMEHM akaaemmka B.A. LLIiymakosay MmH3ApaBA Poccum, MOCKBQ,
Poccuinckad Peaepaums

luneprpoduueckas kapauomuonarust (I'KMII) — sto Hanbomnee yacToe HacIeACTBEHHOE 3a00JIeBaHNE CEpALa,
KOTOPOE€ OTIIMYACTCS Pa3HOOOpa3ueM MPOSBICHUIN: OT MOP(OIIOTHISCKUX OCOOCHHOCTEH 1 TEUCHHUs OOJIC3HHU 10
KIMHAYECKON KapTUHBI U TeMOAWHAMHUYECKuX mapameTpoB. Ctparerus ysederus [ KMII nomkHa OBITH CTPOTO
MEPCOHAIM3UPOBAHHON U YYUTHIBATH HE TOJIHKO TEMOJMHAMAYECKUE ITApaMETPhL, HO M aHATOMHYECKHE OCOOCH-
Hoctu. Knaccugukanus [KMII Ha ocHOBE Hann4Ms WM OTCYTCTBHsI OOCTPYKIMH BBIBOAHOTO OTIIEINA JICBOTO
JKEIYJI0UKa, & TAKXKe JIOKAIU3AUKN TUIEPTPOOUN MEKIKEITYI0UKOBOM Meperopoaku (0a3anbHbIl, CPEIUHHBIN 1
aMKaJIBHBINA TI/IHI)I) JUKTYIOT BI)I60p ONTHUMAaIBEHON CTPAaTCruv BEACHUA IMalluCHTOB. Me}II/IKaMeHTOEIHaSI TEparmus,
XUPyprudecKas MUSKTOMUS MITH CTUPTOBAS CeTTaIbHast aOJSIIHS SIBISTFOTCS OCHOBHBIMU METOIAMH JICYCHUST 00-
crpykruBHoi ' KMII, B T0O Bpemst Kak ipu HEOOCTPYKTUBHOH (hOpME aKLIESHT JeNIaeTCsl Ha KOHTPOJIE CUMIITOMOB U
npoduITakTHKE OCIOKHEHNUH. Y YUTHIBasI PUCK BHE3AITHOM CEPACYHON CMEPTH, 0c000€ BHUMAHHE CIIEAYET YIEISTh
CBOEBPEMEHHON UMILTAHTAINH KapInoBepTepa-nehuopniuisTopa manueHTaM ¢ BEICOKUM PUCKOM.

Kniouesvie cnosa: eunepmpoghuueckas xapouomuonamus, 00CmpyKyus. 6b1600H020 0MOeNd 1e6020
JHCeNYOOUKA, XUPYPSULECKAsT MUIKIMOMUSL, CRUPIOBAsL CeNMANbHAs aOIayusl, MPAHCHAAHMAaYUs cepoya.

TREATMENT STRATEGIES
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Hypertrophic cardiomyopathy (HCM) is the most common inherited heart disease and is characterized by a variety
of manifestations: from morphological features and disease progression to clinical presentation and hemodynamic
parameters. Management of HCM should be strictly individualized, considering not only hemodynamic parameters
but also anatomical features. Classification based on the presence or absence of left ventricular outflow tract obs-
truction, as well as the location of interventricular septal hypertrophy (basal, midventricular, and apical), largely
determines the optimal management strategy. Drug therapy, surgical myectomy, and alcohol septal ablation are
the main treatment options for obstructive HCM, whereas management of the non-obstructive form focuses on
symptom control and prevention of complications. Given the risk of sudden cardiac death, timely implantation
of an implantable cardioverter-defibrillator in high-risk patients is of paramount importance.
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BBEAEHME

l'mmeprpoduyeckas kapauomuonarus (I'KMIT) —sto
HanOoJee yacToe HaCJIeICTBEHHOE 3a00IeBaHUE CEpALA.
PacnpocTpaHeHHOCTb cOCTaBIsIET NpUMeEpHO | ciyuait
Ha 500 yenosek [1].

'KMII xapakTepu3yeTcs yBEIHMUYEHUEM TOJIIUHbBI
cTeHku JeBoro xkemynouka (JIK) (bomee 15 mm kak mu-
HUMYM B 0lHOM cermMenTe Muokapaa JOK y B3pocibix),
NP YCIIOBUH YTO 3TO YBEIIMUCHHUE HE CBA3AHO C IPYTUMH
NPUYMHAMH, TAKUMHU KaK MOBBIIICHHOE apTepHaIbHOE
napieHue [2].

I'KMII oringaeTcs pa3sHOOOpa3ueM MpOosBICHUH: OT
MOP(OIOTHIECKUX 0COOCHHOCTEH U TeUeHHs O0NIe3HI
JI0 KJIMHUYECKOM KapTUHBI U FEMOJMHAMHYECKUX Iapa-
MeTpoB [3, 4].

Jleuenne 'KMII MosxeT OBITH KOHCEPBAaTUBHBIM WIIN
XUPYPrUYeCKUM. XUPYypPruuecKrue METOAbI BKIIIOYAIOT B
ceOst cenTaibHyI0 MUIKTOMUIO, CIUPTOBYIO CENTAIBHYIO
a0JISIIMIO M TpaHCIUTaHTauuio cepaua. [lo nanueiM pas-
HbIx aBTOpoB, 'KMII coctaBnger 1-5% Bcex cinydaes
TpaHCIIaHTALUY CEPALA, TPH ITOM [TOKa3aTeIN BELKH-
BAa€MOCTH y TaKUX MAIMEHTOB CXOXKHU C MOKa3aTeIsIMU
BBDKMBAaEMOCTH Y TAlUEHTOB C JPYTMMH BHJIAMU Kap-
nuomMuonaruu [5-7].

Bri0op onTHMaIbHOTO METONA JICUCHUS 3aBUCHUT OT
KOHKpeTHOro anaromuueckoro Bapuanta ['KMII. B nan-
HOM CTaTbe Mbl PACCMOTPHUM, KAKO€ JICUEHHUE SIBIISETCS

MPENOYTUTEIBHBIM MTPH PA3JIMYHBIX (hOpMax 3TOTO 3a-
OoJieBaHUs.

KAACCUPUKALUU TKMN

Yifan Wang et al. mpoananu3upoBany JaHHbIE TUTE-
paTypbl ¥ Ha OCHOBaHUH Pa3HBIX KiIacCH(UKaImii cucTe-
MAaTH3UPOBAJIH aKTyaJbHbIC KPUTEPUH M OTIIMYUTEIbHBIC
npusHaky paszubix noarunos ['KMIT (tabm. 1) [8].

HEOBCTPYKTUBHASA U OBCTPYKTUBHAS TKMI

Baxneimmm napaMeTpom npu AMArHOCTUKE U CTpa-
tudukanuu pucka y nanueHtoB ¢ ['KMII sBusercs
oTpeneseHNe HAIUYNS WU OTCYTCTBUS OOCTPYKIIHH
BBIBOJHOT'O TpakTa JieBoro xenynouka (BOJDK). [Tonu-
MaHHe NaTo()U3NOIOrHYECKUX PA3TUINT MEKAY dSTUMHU
(hopMaMK KpUTHIECKH BayKHO JITSI BBIOOPA ONITUMATEHOM
CTPATETUN JICUCHNUS.

Heo6cTpykTuHas KM

Ncropuuecku ' KMII B nepByto ouepenps paccMaTpu-
BaJach Kak 3a0oyieBaHHE, CBA3aHHOE C AMHAMHYECKOH
obctpykuueit BOJDK. IMeHHO 3TOT pU3HAK OTpeIeNnt
ee NepBble HA3BAHUA: UAMONATUYECKUN Tuneprpodu-
YeCcKuil cy0aopTalibHbIA CTEHO3, THIIEPTPOPUICCKAsI
0OCTPYKTUBHAsI KADAMOMHONATHSI U MBIILICUHBIH CyO-
aopTajbHbIN cTenos [15, 16].

[IpumMeuaTenbHO, YTO B TE€UEHHE MOCIEIHUX JIET
YAEINAI0Ch 3HAUNTEIbHO MEHbIIIE BHUMAaHHS U3yUEHHUIO

Tabmuma 1

Kaacenpuxanuu 'KMII [8]
HCM classification [8]

IIpuznax

Buasr

Hannane oOCTpyKIMK BBIBOAHOTO
TpakTa JeBoro xxenynouka (BOJDK)

0OCTpYKTHUBHAs

HEoOCTpyKTHBHAS [9]

Bunpr neoberpykrusHoit ' KMIT

CTaHJapTHBIH, HanboJee PacpoOCTPaHEHHbIH BApUAHT
C IUJIaTallMOHHOHN TpaHCchopManue

PECTPUKTUBHBINA THIT
CO CHIDKeHHEM cokparutenbHoi Gyrkiwm JDK [10]

runeprpodus 6a3alIbHOr0 CErMeHTa MENOKEIyI0uKoBo# neperopoku (MXKIT)
runeprpodus Beeit MIKIT

runeprpodust MXKII, nepenneii u nepeHe-neperopogouHoil CTEHOK
anukasbHas [JK [11]

noymecsia

Mopdonorundyeckre 0COOCHHOCTH

anmukanbHas [JTDK
Cep/Iia U THII TUICPTPOPUH JICBOTO

BeIrHyTas B mosocts JIDK MOKII, popmupyromas nonocts JK B hopme

S-o6paznast popma MIKII
runeptpodus MIKII ¢ poBHEIM KOHTYPOM

runeptpodus cpexneit wactu MXKII [12]

xkemynouka (ITDK)

n3onupoBanHas runeprpodus MXKIT

runeprpoduss MXKII u npuerarommx oTiesoB (KpoMe BEpXyIIKH)
TUNepTpodus BEpXyIIKH B COUETAHUH C TUIIEPTPOdHEil IPYTUX CTEHOK
anuKanbHasg runeprpodus [13]

— ammukansHas [JDK

runeprpodus cpemneit yactu MIKIT
TJIK 6aszansHoro ornena MXKI1T
— mudysnas [TDK [14]
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ecrectBeHHoro teuenuss ' KMII y mannenTos, y KoTo-
peix ooctpykuus BOJIK He BO3HHMKAaeT HUM MPU KaKUX
00CTOSITENbCTBAX, B TOM YUCIIE BO BpeMsl (PU3HUECKOM
Harpy3sku [17-20].

Kpynnoe nccnenosanne (n = 573) nokaszajo, 4To
nanueHTsl ¢ ['KMII 6e3 oocrpykuun BOJIXK (B omiu-
YHe OT MaHEeHTOB C 00CTPYKIMEH) B OCHOBHOM UMEIH
cTaOWIIbHOE COCTOSTHHE, OCTaBasichb OECCUMIITOMHBIMH
WIN ¢ MUHUMAaJbHBIMH TIPOSIBJICHUSIME 3a00JICBaHNUS B
Te4eHue JUINTeNbHOro BpeMeHu. [Ipu aTom "acto yna-
BaJIOCh JOCTUYb XOPOLINX PE3YJIBTATOB C ITOMOIIBIO Me-
JIMKaMEHTO3HOU Tepanuu [17].

MeAMKAMEHTO3HOE AEYEHME MALMEHTOB
C HeobcTpykTmBHOM [KMI

JleueHue cepaedHON HENOCTATOYHOCTH y MALUEH-
ToB ¢ HeoOcTpykTuBHON ['KMII cooTBeTCTBYET CTaH-
JTAPTHBIM PEKOMEHJAINsIM Tepanuu cepAeyHOl Hemo-
crarouHocTtd. OCHOBHAs 3ajaua MEAMKaMEHTO3HOTO
JIEYEHUS] — CHUKEHHUE JTUACTOJINYECKOTO JaBJIEHUS B
JIK u ynydmenue ero HamoJdHEHUs. DTO TOCTUraeTcs
3aMEJIJICHUEM CEPJICYHOTO PUTMA C ITOMOIIIBI0 OeTa-0110-
katopoB (bb), Bepanammiia win auntuazema, a Takxke
OCTOPO’KHBIM NPUMEHEHHEM METIEBBIX TUYPETHKOB.
Beuny orcyrctBus ooctpykunn BOJDK moxHO pac-
CMOTPETh BO3MOKHOCTh OCTOPOKHOTO PHUEMa HUTPATOB
Y paHoJIa3uHa AJIsl 00JIerYeHus] CHMIITOMOB Y TTAlJIEHTOB
¢ ’)kanmobamu Ha O0JIb 3a TPYIUHOM [3].

IlenenanpaBneHHOe BO3/JEHCTBUE HA PEHUH-AHTHO-
TEH3UH-ATBI0CTePOHOBYIO crcteMy (PAAC) ¢ moMoIsio
AHTU(PHUOPO3HBIX U AHTHUTHIIEPTPOPHUESCKUX MTPENapaToB
NPENCTaBIsIeT COO0H MePCIIEKTUBHBIN JOTOIHUTEILHBIH
nonxon k neuenuto ['KMII. HebGonbimoe pangoMusu-
POBaHHOE JIBOMHOE cJenoe iane0o-KOHTPOIUPyeMOe
HCCIIeIOBaHKE IT0KA3aJI0, YTO JI03apTaH 3aMeIseT po-
rpeccupoBanue runeprpopun u Gudpoza MHOKapaa y
nanueHToB ¢ HeoocTpykTuBHoi 'KMII [21].

Xupyprujyeckoe Ae4yeHue naumeHToB
C HeobcCTpykTmBHOM [KMI

OpHaxo CyIecTByeT BaXKHOE UCKITIOUYEHHE U3 3TOTO
OTHOCHTEILHO OJIaroNpHUsITHOTO TEUEHUSI HEOOCTPYKTHB-
Hoti TKMII. V HeGomnbIIoi IpyIIbl MAUEHTOB (MEHee
10%) pa3BuBaeTCs MPOrPECCUPYIOIAS CEPACTHAS HEMTO-
CTaTOYHOCTb, KOTOpask HE MOAIaeTCsl MEIMKaMEHTO3HO-
MYy JICYEHHIO U MPUBOAMUT K BBIPAKEHHBIM CHMIITOMaM
(II/TV xnacc mo NYHA). DTo mpoucxoauT npu Tak Ha-
3piBaeMoit ucromennoi ' KMII, kotopast xapakrepusy-
eTcs HapylIeHneM cokpatutensHoi Gynkuun JOK (xots
nHoraa GpyHKIMs MOXKET OBITh M COXpaHHOH). B Takux
CITydasix €JMHCTBEHHBIM BBIXOZIOM SIBIISI€TCSI TPAHCILIaH-
Tauwms cepana [6, 22, 23].

TpancrutanTanus cepaua npu ' KMIT obecrieunBaer
BBDKMBAEMOCTh, KOTOpasi, 10 JJaHHBIM HEKOTOPBIX HC-
cJel0BaHUH, HE YCTYIaeT, a BO3MOXHO, U IPEBOCXO-
JIIT BBDKMBAEMOCTD TIPH APYTUX 3a00JIEBaHUSIX CepLIa.
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Coo0maercsi, 4TO OKa3aTeld BbIKUBAEMOCTH TOCTE
TpancmnanTanuu cepana npu I'KMIT coctasnsaror 85%
yepes rof, 75% —uepe3 5 net u 61% —yepes 10 net [6].

[MaumenTts! ¢ HeobcTpykruBHOU ['KMIT Taxke noa-
BEP)KEHBI PUCKY Pa3BUTHSA OCIIOKHEHHH, CBA3aHHBIX C
3a0oneBaHuEM, TaKUX KaK apUTMHYECKas BHE3arHas
CMEpPTh, TPOMOOIMOOTHMUECKUI UHCYIBT U (PUOPHILIS-
s npencepanii. OQHAKO 3TH OCIOXKHEHHS BCTpeda-
IOTCSI OTHOCUTEIBHO PEAKO B ATOM IpyIIe MAlMEHTOB.
IToguepkuBaeTcs, YTO CMEPTHOCTb, 00YCIIOBIEHHAS 3a-
OosieBaHNEM, y TallMeHTOB ¢ HeoOCcTpyKkTHBHOM [ KMIT
octaercs Hu3koi (0,5% B ron), ¢ BeICOKOH 5- u 10-eT-
HEeH BBEIKMBAEMOCTBIO, cocTaBistitonied 99 u 97% coort-
BeTcTBeHHO [17, 19, 24-26].

O6cTpykTHBHaa TKMI

Cucronnueckoe IBUKEHUE MTePETHEH CTBOPKH MUT-
pasnbHOTO Kianana (SAM) sIBIIIETCS 4aCThIM SIBIICHUEM
npu ['KMII, Bcrpeuatormmmces 1o 95% cinyuaes. Kimnu-
YeCKHe MPOSIBICHUS MOTYT OBITh Pa3HBIMU: OT CIy4aid-
HOW HaXOJIKU MpHU 00CIeJOBAaHUH CEPALA 10 BbIPaXKeH-
HOI nuHamuueckoit ooctpykiuu BOJIK, mpuBosmieit
K Cephe3HBIM HapyIIEHUsAM KpoBooOparenus. [Ipubnu-
sutenbHO y 60—70% nmarmentoB ¢ ' KMII npucyrcTByet
obctpykuus BOJIDK B mokoe v ipoBorppyemast [27].
Tsoxects SAM rpaaupyeTcs cleayromuM 00pa3oMm:
JIeTKas: KpaTkoBpeMeHHbIH SAM-3ddexT 6e3 koH-
TakTa ¢ MXKII;
ymepenHasi: SAM ¢ kontakrom ¢ MXKII, ansmumcest
MeHee '/; BpeMEHHU CHCTOJIB;

Tsokenast: SAM ¢ koutaktoM ¢ MXKII, pasmmMmcs
Gosee '/; BpeMenu cuctoinsl [28].

boumn BeAEneHB (haKTOPHI, MpeApacnoiararoine
K TUHAMHUYECKoi oOcTpykuuu u SAM-addexty mpu
I'KMII (tabmn. 2) [27].

MeXKeAyAO4YKOBAS MEPErOPOAKA

YcraHoBieHO, YTO S-o0pasHas AeopMarus yToi-
mennoit MKII sBnsieTcs He3aBUCHUMBIM (haKTOPOM pHC-
ka pa3Butus SAM-3¢ddexra. 10T 3 hexT 00ycnoBneH
BHUXPEBBIM IIEpEHAIIPABIEHUEM PAHHETO HU3KOCKOPOCT-
HOTO CHCTOJIMYECKOr0 KPOBOTOKA ITOJ] MUTPAJIbHBIN Kila-
TaH, YTO MIPUBOJUT K €T0 CMEIIEHHIO KIIEPEIH, B CTOPOHY
MXKII [27].

MUTDQABHBIM KAQMQH

OOuenpUHATHIMU HOPMaJIbHBIMU 3HAYCHUSIMH JIJTH-
HBI CTBOPOK MUTPJILHOTO KJIAllaHa, ONPEeIIieMbIMHU C
nomouipio sxokapaunorpadun (IxoKI'), aeusrores 18—
24 MM A epegHel CTBOPKM MUTPAJIBHOTO KjlarnaHa
(IICMK) u 11-14 Mm 715t 3a1HeH CTBOPKH MUTPAIBHOTO
knanana (3CMK) [29]. ¥V narmuenTos ¢ 'KMII, o nan-
HBIM upecruiieBogHoi IxoKI, nabmronanoce ymimHe-
HHE CTBOPOK MHUTPAIBHOTO KJIallaHa Mo CPaBHEHHIO C
KOHTpoOJIbHOU Tpynmoit. Pazmepsr IICMK coctaBunu
31+ 4 MM opotus 22 + 3, a pazmepsl 3CMK — 20 £ 2 MM
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npotuB 15 + 3 (p < 0,00001 s oboux ciayuaes) [30].
HccnenoBanue ¢ MCTIONB30BaHUEM MarHUTHO-PE30HAHC-
Hoit Tomorpaduu (MPT) ¢ yuactuem 172 manueHToB ¢
I'KMII u 15 mocureneit rena 'KMII 6e3 mposiBieHus
3a0051eBaHuUs BBISIBWIIO YIIMHEHHE CTBOPOK MHUTPAJIh-
Horo kmanaHa. [{nmmaa [ICMK B cpegneM coctaBmiia
26 £ 5 MM, 4TO 3HAYMTEIHHO MPEBBIIIAIO aHATOTHY-
HBII TIOKa3aTeslb B KOHTPOJIbHOU rpymnme (19 + 5 mm,
p <0,001). 3CMK raxsxe ObuTa 3HAUNTENBHO JITHHHEE,
9eM y KOHTPOIbHOU Trpynmsl: 14 + 4 MM mipotus 10 £ 3
(p <0,001) [31].

W30bITOUHAst TKAHB CTBOPOK MHUTPAJIBHOTO KJIalaHa
9YacTO BBIXOJUT 3@ MPENENbl 30Hbl KOanTauu U 0003-
HAYaeTCsl KaK «OCTaTOYHasi CTBOPKay, YTO MPUBOMIUT K
YBEIMUEHHUIO JUIMHBI U TUIOMIAA CTBOPKH. JTa TKaHb
nepBoil koHTakrupyer ¢ MXKII. IIpu I'KMII nHapymie-
HUSI BHY TPHOKEITYTOUYKOBOH TeMOAMHAMHKH, BHI3BAHHBIE
HapyUIeHUEeM FeOMETPHH CepLa, IPUBOAAT K TOMY, UTO
MMEHHO 3Ta 0CTaTOYHAast CTBOPKA MUTPAJILHOTO KiIaraHa
BBI3BIBaeT oo0cTpykiuio BOJIK [32].

CpaBHeHHE pa3MepOB MUTPAIBHOTO KJIallaHa U yKe-
nynodkoB cepana y nanueHtoB ¢ [KMIT u SAM-3¢-
(eKTOM ¢ JaHHBIMH KOHTPOJILHOM TPYMIIBI [TOKA3aJo,
yto y naureHtoB ¢ ['KMII 3HauuTENbHO YMEHBIIECHO
paccTostHAe OT MeCTa CMBIKaHHUSI CTBOPOK MUTPAILHOTO
knarmana 10 MXII (C-sept) (12 + 4 mm npotus 21 + 3,
p <0,001) [33].

Henocrarounocts Mutpanbsaoro kianana npu I KMIT
Yarie BCEro BO3HUKAEeT UMEHHO U3-3a HEMOJIHOTO CMBbI-
KaHUs CTBOPOK MHUTPAIBHOTO KJIaraHa. DTO MPOHCXO-
1T, korna 3CMK He MOXeT IBHTaThCs BIIEPEIT BMECTE
¢ I[ICMK, yin60 moTtoMy, 4TO OHa CIIMIIKOM KOPOTKas,
00 MOTOMY, YTO OHA HEIOCTATOYHO TOJABIIKHA [34].
J11s1 BBIOOpa MPaBUIILHOM TAKTUKH JICHEHUSI KpaiiHe Bax-
HO pa3inyaTh HEJOCTATOYHOCTh MUTPAILHOTO Kilama-
Ha, BBI3BaHHYI0 SAM, U MEpBUYHYIO HEMOCTATOIYHOCTh
MUTPAJIBHOTO Ki1anaHa. [y 3Toro Mo>keT ObITh IMOJIE3HO
ONpEAETUTh HANPaBICHUE CTPYH PErypruTallu: eCiu

CTpYsl HalpaBJIeHa Ha3aJl, ’TO OOBIYHO TOBOPUT O TOM,
YTO NPUIMHON MUTPAJILHON HEIOCTATOUHOCTH SIBJISIETCS
SAM. Ecnu ke cTpys HamlpaBiieHa B IICHTP WK BIEPEI,
9T0 0OBIYHO YKA3hIBACT HA TO, UYTO MPOOJIEMa CBS3aHa C
CaMHUM MUTpaJIbHBIM Kiananom [35, 36].

Pannue Teopun o0bsicuHsTn SAM 3hdexrom Ben-
Typu. B cootBeTcTBHH € 3TUM 3 dekToM runeprpodust
MXII npuBonut k cyxkenuto BOJIXK. D10 cyxenne
YMEHbIIIAeT IUIOMA/(h OMEPEYHOTO CCUCHHsSI, U KaK
CJIEJICTBHE, YBEIIMYMUBAET CKOPOCTHh KPOBOTOKA. YCKO-
PEHHBIN KPOBOTOK CMEIIAE€T CTBOPKH MHUTPAIBHOTO
kianana B cropony MIKIT u BOJIK, co3ngaBast addexr
«BcacwiBaHU» [37].

B nacrosmee BpeMst onmuchIBaeTCs SBIEHHUE, KOTO-
poe MOoNy4uJIo Ha3BaHUE «IUACTOIMYECKOE MepeaHee
JIBIDKCHHE MUTPAIBHOTO KIJIallaHa» W pacCMaTpHUBaeT-
cs Kak npeaBecTHUK SAM. Tlo3anuii nuacTonuyecKuit
MUTpAJIbHBINA MpUTOK KpoBHU B JIK reHepupyeT 3aaHuii
BUXPEBOM IMOTOK, POJIBUTAIOIIUI CTBOPKU MUTPAJIBHO-
rO KJIalaHa B MEepeJHEeM HaMpaBICHHUH ellle 10 Hadaja
cucronmyeckoi ¢assr [38].

[TanUAASIHBIE MbILLILBI

YTonmieHne ManuuUIIPHBIX MBIIII, OTPEAeIIIeMOe
o nanHbM OXoKI™ (TonmmuHa B KOPOTKOM OCH B KOH-
e AuacToibl Oomee 11 MM), yacTo BCTpedaeTcs MpH
I'KMII — 6onee uem B 50% cinydaeB. MPT cepana y
nanuentoB ¢ I'KMII Takke nemMoHCTpupyeT yBeauye-
HUe Kak xonmaectna (2,5 mpotus 2,1, p < 0,001), Tak u
0011ei Macchl NAMUUIIPHBIX MbIII [27, 39].

CwmenieHne ManwuUIIPHBIX MBI (BIEpE, K OCHO-
BaHUIO CEp/Ila WM K BEPXYIIKE) MOXKET MPUBOIUTH K
HapylLIEHUI0 HOpMaJibHOM remouHaMuku JIK, BbI3bIBast
nepexpeITHe myTel nputoka u orroka JDK [40].

Oco0yT0 0IMacHOCTh MPEICTABIIACT AHOMAITLHOE TIPH-
KpeIUIeHHE NanuJUISIPHON MBILILBI HEMOCPEACTBEHHO
k IICMK, mockonbky 310 BBI3BIBaeT SAM-3ddexT u

Tabmnwnra 2

puunns! pazsutus SAM-3¢pdexta npu 'KMII [27]
Causes of systolic anterior motion (SAM) in HCM [27]

0O0J1acTh NMATOJIOTHH

Oco0enHocTH

MXKIIT S-o6pasznas popma MXKIT

YI[JII/IHCHI/IG CTBOPOK MUTPAJIbHOI'O KJlallaHa (KaK nepe;[HeI‘/'I, TakK 1 3aﬂHeﬁ)

MurtpanbHbIi Ki1anaH

VYBenmueHne pacCcTOSHUS OT TOYKH KOaNTAaIMU CTBOPOK JI0 BEPXYLIKH IepeIHell CTBOPKH
MHUTPAJIBHOTO KiamaHa (00macTy, 0003Ha9aeMoN KaK «OCTaTOYHAsE CTBOPKA»)

Boree kopoTkoe paccTosiHne Mexxay Toukor koanTtanuu ctBopok u MXKII (C-sept distance)

O dexr Berrypu

HepeJIHee JAUACTOJIMYCCKOC IBMIKCHUC MUTPAJIbHBIX CTBOPOK

HaHI/IJ'IJ'DIprIe MbIHIIA

Tl'mnepTpodust ManMUIIPHBIX MBI

VBenudeHre KoaudecTBa NMaWJUIAPHBIX MBIIII]

CMeH.[eHI/Ie 1 aHOMAJINU KPCTUICHU S MAITUJIIAPHBIX MBIIII]

YKopoquHe PACCTOAHUSA MEKAY NANTWJUISIPHBIMU MbIIIIAMU

XopaanabHbIN anmnapar

Yxopouenue u Gudpo3 xop
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obcrpykuuto BOJIK, uro yxyamaer mporso3 npu
['KMII [41].

AHOMaIlMY MaNWUISPHBIX MBI CBS3aHBI C OoJiee
BBICOKWM rpaaueHToM Aasiennus B BOJIK B cocTossHnn
MMOKOsI. DTa CBsI3b HE 3aBUCHUT OT Toyuuel MOKIT unn
YaCTOTHI CEPJICUHBIX COKpAIllCHUH B IToKoe. bornee Toro,
B MOJIEJISIX i1 Vitro OBIJIO MOKa3aHO, YTO ATH aHOMAaIIUH
crtocoOHbI BEI3BEIBaTE SAM mipu ' KMIT maxe 6e3 rumep-
tpopun MXKII. Ilo onienxam, 10 20% manueHTOB MOTYT
HMeTh Takue aHomanuu [39, 40, 42].

MOP$POAOTMYECKUE BAPUAHTDI
TMNEPTPOPUU MXN MPU TKMI
U CTPATETMU AEHEHUSA

Knuanueckoe TeueHne u BEIOOp TAKTHKH JICUCHUS
I'KMII Bo MHOTOM OIIPEEIAIOTCS HE TOIBKO HATHYUEM
obctpyxmm BOJDK, Ho n MopdomornaecknMu 0coOeH-
HOCTAMH. B "acTHOCTH, pacrpenenenre runepTpopun
MXII siBnsieTcst BakHBIM (DaKTOPOM, KOTOPBIA HEOO-
XOJIMMO YYUTBIBATh. Pa3nuuHble NaTTEpHbI yTONILEHHS
MXII no3BOMISFOT BBIETUTH HECKOIBKO MOPQOIoTHye-
ckux BapuanToB I KMII, cpenyn koTopbix Hanboree gac-
TO BCTpeyaroTcs 0a3anbHbIN, CPEAMHHBIN U allMKATbHBIN
TUTBL. DTU TUIIBI, ONIpe/esieMble IO TPEUMYIIIECTBEH-
HOH JIOKaN3ali MakcuMaibHOM runeprpodun MKII,
MMEIOT IPOrHOCTUYECKOE 3HAYEHHUE U BIMSIOT Ha BEIOOD
TaKTUKH JiedeHus [43].

KM ¢ runepTtpodomuein 6Aa3aAbLHOrO OTAEAd

bazanpnas runeprpodus MXKII orpannuena cy6-
A0pTaJbHOW O0NACTBIO M pacHpOCTpaHsIETCsl HEmoc-
PEACTBEHHO 10 MECTa MPUKPEIUICHUS XOPJ K BEPXYIIKE
[ICMK [43].

®doxanprOE yTommenue MXXII B cybaopranbHOit 00-
nacty, o0ycnapnuatomee SAM-3QdekT 1 00CTpyKINIO
BOJIK, nenaer qaHHbIi aHATOMUYECKUI OATUII HAHOO-
Jiee TIEPCTIIEKTUBHBIM JIJIS Pa3IIUYHBIX METOJIOB JICUCHUS,
HaIpaBJICHHBIX Ha yMeHbIIeHne Toiamuasl MOKIT [43].

MeAMKOMEHTO3HOE AeYeHme naumeHToB ¢ KM
C rmnepTpogouen 6a3aAbHOTO OTAEAQ

Metaananus 37 uccrnenoBanuii u 1898 marueHTOB
MoKasall, 4To y ManueHToB ¢ o0cTpykTuBHON ['KMII
pas3Hble MEIMKaMEHTO3HBIE IPenapaThl TO3BOJISIIOT CHH-
3uTh rpaguenT aasineHus B BOJIK c pazmmunoii addex-
THBHOCTBIO [44].

Hawnnydmue pe3ynbTaTsl MOKa3aau AU30THPAMHU
(—43,5[95% AN —51,6...—35,3]) u uHrUOUTOPBI CepCY-
Horo muo3zuaa (MCM) (—34,8 [95% AN —40,6...-29,0]).
B cpasaennn bb (-20,7 [95% 111 -29.4...—12,0]) u 6710-
katopsl KanbimeBbix kananos (bKK) (14,7 [95% AU
—23,3...—6,1]) nponeMoHCTpUpOBa M MEHBIINH (P DHEKT.
3unauenue p Bzaumoneiictaus <0,01 cBUAETENBCTBYET O
CTAaTHCTUYECKH 3HAYMMOHN pazHHUIE MEXKIY TPYIIIaMHu.
BayTpu xiracca UCM maBakaMTeH ITPOIEMOHCTPHUPOBAIT

&9

0oJiee BEIpOKEHHOE CHIKEHHUE TPaJIUCHTA JABIICHHUS 110
cpaBHeHuIo ¢ apukamreHoM. Cpenu Bb HanGosbiiee
CHIDKEHHE TPaJUeHTa OTMEYAIOCh TPY IPUMEHEHUH Me-
Torpoinona, a cpean BKK nanbonee appekrnBHBIM ObLIT
Bepanamu (p Bzaumonercteus <0,01). Ot pe3ynsrars
COIIACYIOTCS C TAHHBIMH, TIOJTyYEHHBIMH JJI5 CIIPOBOLIH-
poBaHHBIX TpanueHToB AasneHus B BOJIDK [44].

Xvpyprujeckoe AeyeHue naumeHTos ¢ [KMI
C rmneptpogouen 6a3aAbHOTO OTAEAQ

CoracHo 00IIETPUHATOMY OTIPEIACTICHHUIO, O0CTPYK-
st BOJDK cooTBeTCTBYyeT MUKOBOMY TPaTUEHTY JaB-
nenust B BOJDK, usmepeHHOMy METOIOM IOMILIECPO-
rpaduu, >30 MM PT. CT., OJJTHAKO [TOPOTOBBIM 3HAYEHUEM
JUTSI HHBa3UBHOTO JIEYEHHU OOBIYHO cunTaeTcst >50 Mm
pT. cT. [3].

CornacHo EBpomneickuM KIIMHUYECKUM PEKOMEH-
JanusaM [3], MHBa3UBHOE JIeUCHUE TTOKa3aHOo ISl CHU-
skerust ooctpykimu BOJDK npu Hanmm4um cienyromumx
KpUTEpHUEB:

TPaJIMCHT B TIOKOE WJIM MaKCUMAaJbHBIA IMPOBOIU-
pyemblii rpagueHT >50 MM pT. CT. (HampuMep, npu
¢du3nueckoit Harpy3ke wim npode BanbcanbBol);
yYMEpEHHasl WITH TshKeTIasi MUTPalibHas perypruTanus,
cBsi3aHHas ¢ SAM-addexrom;

HaJIMYMe CUMIITOMOB ((yHKIMOHANIBHBIN Kiacc [[-1V
mo NYHA);

CUHKOIIE TIpY (PU3NYECKON HarpysKe WiH HeoObsic-
HUMBIE PEIUANBUPYIONINE CHHKOIIEe, HECMOTPS Ha
MaKCHUMAaJbHO TEPEHOCUMYI0 MEINKaMEHTO3HYIO
Teparuio;

GUOPHILIIAIINS TIPEICePANA NI YMEpPEHHAS WITH TS~
JKeJasi TUJIaTaIus JIEBOTO MPENCePIsL.

IIpu o6ctpykruBHON ['KMII, pe3ncTeHTHON K Me-
JMUKAMEHTO3HOW TepamnuM, CemnTajbHas MHUIKTOMHS
(nporeypa Moppoy) sBisieTcs: 3PPEKTUBHBIM XHPYP-
rugeckuM MetogoM. Omneparus 3aKIIo4aeTcs B pe3ek-
uu 0aszansHoi yactu MXKII (TpancaopranbHbii [45]
WM TPAHCMHUTPAIBHBIN [46] TOCTYI), YTO MPUBOAUT K
yBenuuenuto npocsera BOJIK u ycrpanenuto npudun-
HbI pa3zButus SAM [47]. Ilpu BeipaKeHHOU TUTIEPTPO-
(bun MOKII BeImonHsIOT O0Jiee OOMIUPHYIO PE3CKIIHIO,
paciupsisi MUSKTOMUIO JI0 CPEHEN 4acTH KelyaouKa,
nucranbHee Touku KoHtakta [ICMK ¢ meperoposkoit
(MonuduumpoBanHas npouenypa Moppoy) [48].

[TannenTam ¢ BBICOKMM PHCKOM XHUPYPIHUECKOTO
BMEIIATEJIBCTBA, @ TAKIKE TEM, KOMY XHUPYPrHYECKOE
JICYSHHE HeXKENaTeIIbHO, MOXKET OBITh BBITIOJTHEHA Ypec-
KO)KHAs CIUPTOBas cenraibHas admsiuus [49, 50]. CyTb
MIPOIIETy PBI 3AKITF0YAETCS BO BBEIEHUH HEOOIBIIIOTO KO-
nndectBa 96% 3TaHONA B MEPBYIO CENTAIBHYIO BETBb
JIEBOM MepenHeil HUCXoAsIed apTepun. DTO BbI3bIBa-
eT JIOKATBbHBIA HH(PAPKT MHOKapa B 0a3aabHON JacTH
MIKITI, 4To BOCJIEICTBUU IPUBOIUT K PEMOJICTIUPOBA-
auto BOJIXK [51].
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Tabmuua 3

CpaBHeHUE XMPYPTHY€eCKOT0 H IHT0BACKYJISIPHOTO
METO/IOB JIEYEHHSI 110 YMEHbIIEHH I TOJIIHHbI
MIKII [3, 53]

Comparison of surgical and endovascular
treatment methods in terms of reducing septal
thickness [3, 53]

MuskToMust | CrmproBas aOmarus
IepuonepanuoHHAas JIETAJIBLHOCTh
Brime | Hixe
OcJ10:kHeHns onepanuu
Bpriire puck Bpriire puck pazsutus
pas3ButTus nedekra ATPUOBEHTPUKYIISIPHOM
MEKIKCITYTOUKOBOM omoxkass (y 7-20%
[IePEeropoIKU MAICHTOB), TPEOYIOICH

HAMILIAHTAUN [TI0CTOSHHOIO
AIIEKTPOKAPIHOCTUMYIISATOPA
Boimie pe3utyanbHblii
rpagueHT Ha BOJDK

Bpime uacrora
MOCTONEPALHOHHBIX
kpoBoreuenuit (OP 0,18,
95% AU 0,11-0,32,

p <0,0001)

Beime pruck HeoOX01MMO-
CTH MPUMEHEHUS BHYTPH-

Be1ie BepoaTHOCTB
HEO0OXOANMOCTH MOBTOPHOTO
A0PTAIBHOTO OAITIOHHOTO BMmemarenscTBa (7-20%
KOHTPIyJIbcaTopa MAIlMEHTOB)
OrpanuyeHus onepanuu
Xots puck aedekra
MEXOKEITYI0YKOBOM Iepe-
TOPOAKH TOCIIE CENTalb-
HOM MUAKTOMMH B LIEJIOM
HEBBICOK, OH MOXET OBITh
MOBBIIIEH Y NAllUEHTOB C
YMEpEeHHOI1 runeptpodueit
MIKIT (tosmmunHa <16 MM)
OO0mas cpeqHsisi CKOPPEKTHPOBAHHAS CTOMMOCTh
JIeYEHUS U CPeIHsSI IPOAOJIKUTEIBLHOCTh
TOCIHUTATN3AUH

Mosket OBITH MEHEE
s peKTHBHA y TAIINEHTOB
¢ oueHb BoIpaxkeHHOU [JIK
(>30 mm)

Beimre | Hwxe

Y nanmeHToB JieTckoro Bozpacrta ooctpykimst BOJDK
4acTO TPEOYET BBIMOJIHECHUS TTOBTOPHOW MUIKTOMHUH.
DTO MOXET OBITH 00YCITOBICHO Pa3HBIMH TTPHUNHAMU:
HEJI0CTaTOYHOE y/IalleHne MUOKap/la TIPH IMePBUYHOM
oreparfu, CPETHEIKEITYI0UKOBBIH KOMITIOHEHT 00CTpPYK-
MW, aHOMAJIUS MANMMIIIPHBIX MBI U MOCIeomnepa-
uoHHoOe pemozenuposanue JIK, B Tom uncie morop-
HBIN pocT cenTtanbHoro Muokapaa. A.I. Ocues u coasT.
OTIMCAITU CITydall YCHEIIHOTO BBITIOJHEHUS! CITUPTOBOM
CeNTaNbHON abnanuu y manueHTa 6 et [52].

B Tabm. 3 mpencraBieHo cpaBHEHUE XUPYPTAIECKOTO
Y DHJIOBACKYJISIPHOTO METOJIOB JISUSHHS 10 YMEHBIIIEHHIO
tommmasl MOXKII [3, 53].

KM co cpeAHEeXeAyAO4KOBOM
runepTpodouen

CpenHeskenynoukoBast runieprpodust — 3To 00JIacTh
runeprpodun MIKII, pacronaratomiasicst OT XOp MUT-
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PaJIbHOTO KJIanaHa g0 001acTu NeperopoKy, pacoo-
JKeHHOHN HaIpOTHB rOJI0BOK MaNMUJUIAPHBIX MbIIL [43].

W3zonupoBaHHas cpeHEKENyJ0UKOBasI TUIIEPTPO-
¢ust Hadmonaercst meHee yem y 10% manueHToB ¢ 00-
ctpyktruBHON ['KMII. OHa MOXXET IpOSBISITHCSA TEMHU Ke
CHUMIITOMaMH, YTO M TIPU CyO0aopTaibHOW 0OCTPYKLIUHU
BOJIX [54-56].

Oxko10 25% ATUX MalMeHTOB UMEIOT AHEBPHU3MY BEp-
xymku JOK, 1 y HEeKOTOpBIX U3 HUX B 3TOW aHEBpU3ME
oOpasyercst TpoM0 [3, 57].

MEAMKOMEHTO3HOE AeYeHMe NAUMEHTOB C [KMI]
CO CPEAHEXEAYAOYKOBOM MMNEPTPOCOUEN

OcCHOBHBIE JIeKapCTBEHHBIE Mpenaparsl, IpUMeHsie-
Mble B Takux ciydasax (bb, BKK u nuzonupamun), Ha-
NpaBJICHBI Ha CHIDKEHUE COKpaTHTEeNbHON QyHKnu JIDK
Y yBEJIMUYEHHE BPEMEHHU €ro HAIlOJHEHUsI KPOBbIO [58].
OTH npenapaThsl CIIOCOOCTBYIOT YMEHBIICHHUIO TPaHeH-
Ta JIaBJICHUS B CPEJTHEH yacTH kKey/1ouKa 1 YIyUIlIeHHIO
quactonuueckoit pynkuuu y nanuentos ¢ ['KMII co
CPEHEeKEITYJ0UKOBOM oOcTpykuumei [57, 59].

JIBa HeJaBHO OMYOIMKOBAaHHBIX MCCIECIOBAHMS Ha
MpUMepe aHalIM3a TPeX KIMHUYECKUX CIIydaeB Mpojie-
MOHCTPHPOBAJIH MOJIOKUTEIBHOE KITMHUKO-MOpdosoru-
yeckoe Bo3aeicTBre MaBakamTeHna (MICM) B 1ozupoBke
5-10 mr npu nedenun nauueHToB ¢ 'KMII u cpenne-
JKETYIOYKOBOM 0OCTpyKIMEeH. 3a mepro HaOIIoqeHUs
1624 nenenu 0TMEYAI0Ch YMEHBIIEHUE BBIPAKEHHOCTH
CHUMIITOMOB, 3HAYUTEJILHOE CHHYKEHNE ITMKOBOT'O CPEIHe-
JKeITy04KoBOTO rpaguenta—c 5077 no 811 mm pt. cT.
1 ypoBHA N-KOHIIEBOTO (pparMeHTa MPOMO3TOBOTO Ha-
tpuityperndeckoro nentuaa (NT-proBNP) B 5-7 pa3
[60, 61]. Kpome Toro, orpenensiioch 00paTHOE pemMo-
nenupoBanue JIK 3a cyeT yBenm4eHHs €ro MoJIOCTH,
ymenslenue tonmuHel MOXKIT u pazmepos neBoro npen-
cepaus, a TaKXKe yITydlIeHHe TUaCTOINYECKON PyHKINH
JIK nipu coxpaneHuy ero cuctonuueckor pyHkmu [60].

B peaxux cinydasx B aHeBpu3Me OOHApPYyKUBAIOTCS
TPOMOBI, KOTOpBIE CIEIYeT JICYUTh ATUTEIbHON Hepo-
paNbHOM aHTUKOATYJISIHTHOU Tepanuei [57].

Xupyprujyeckoe aeyeHue naumeHTos ¢ KMl
CO CPEAHEXEAYAOYKOBOM MMNEPTPOCOUEN

g manueHToB, y KOTOPBIX CUMIITOMBI HE YIAeTCs
KOHTPOJIMPOBATH C IOMOIIIBIO JIEKAPCTB, BEIOOP METO/IOB
niedeHus bonee orpanuueH, yem npu ['KMIT ¢ runeprpo-
¢ueii 6a3aabHOTO OT/IENA.

HenasHO npoBeIeHHOE POCCUICKOE UCCIIEJOBAaHUE
MOKa3ajo, YTO pacHIMpeHHas CenTalbHass MUIKTOMHUS
B COYETAHHU C BMEIIATEIhCTBAMHU Ha MOAKIANAaHHBIX
CTPYKTYpax MO3BOJISIET YCTPAHUTH OOCTPYKIIHIO B Cpe/l-
HeM U 0azanbHOM oTaenax JOK u yBenuunth ero o0b-
em [62]. [Ipu npoBeieHNN MUIKTOMHH MAIIUEHTaM ¢ 00-
crpykruBHoii ['KMII ¢ cybaopransHO# runepTpoduet,
pacmpocTtpanstomelics Ha cpenuuit otaen JOK, kpaitae
Ba)KHO THIATENILHO KOHTPOJIMPOBATh 00BEM yAalsieMOit
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tkaan MXKII. Upecnumeoguas IxoKI™ ucnons3yercs
JUTSL BU3yaJIM3allii aHaTOMUYECKHUX OpueHTHpoB B JIK.
VY mauueHToB ¢ BbIpaKeHHOW runeprpodueii 0azanb-
Hoit yactTi MOKII BhITIOSTHEHHE MUAKTOMUH Yepe3 Cyo-
AOPTANBHBIN TOCTYI MPEACTABISAET COOOH TEXHUIECKH
cioxHyto 3amady. [Ipu pacnpocTpaneHuN 00CTPYKITUI
B CPEHIOIO 30HY, KaK MMPaBUJIO, HAUMHAIOT C TPaHCAOP-
TaJIbHONW MUAKTOMHH, yriarsis Mty MOKIT makcumans-
HO OJIM3KO K BepXyIike cepaia [43].

[Ipu n3onMpoBaHHON CpeHEKETYIOUYKOBOM THITEp-
Tpo(pUM MUIKTOMUS C TPAHCATTHKAILHBIM JIOCTYIIOM $IB-
JII€TCS NPEANOYTUTENbHBIM METOAOM XUPYPTrUYECKOTO
nedyeHus. TpaHcanuKkadbHBIA JOCTYI MTO3BOJISET MOJTY-
YHUTH MUPOKUH 0630p 1 goctyn kK MK u manmmuisspHbIM
MbIam [54].

[TpuHsTO CYUTATD, UTO NIPH OTCYTCTBUH OOCTPYKINU
BOJIXK cnuproBas centanbHas abmauus npu ['KMII
HenesnecooOpasHa. OQHAKO HEKOTOPbIE KIMHUYECKHE
pa3dopbI IEMOHCTPUPYIOT, YTO OHA MOYKET OBITH ITOJIE3HA
JUTSL OOJIerdeHns CAMITOMOB M CHHUIKCHHSI BHYTPIIKE-
JIOYKOBBIX TPAJAMEHTOB y TAI[MEHTOB C CUMITTOMHOI
CpEeTHEKEeTYI0UYKOBOM 00cTpyKIneit [63, 64].

HexoTopsle nccienoBanus CBUAETENBCTBYIOT O TOM,
YTO 3JIEKTPOKAPIUOCTUMYISIUS MOKET YMEHBIINUTD
OOCTPYKUMIO U OONErYUTh CUMITOMBI Y MAIEHTOB CO
CpEeIHEekKeTyT0uKOBOM 00CcTpyKIuei [65, 66]. Panmomu-
3MPOBAaHHOE TUIAIE00-KOHTPOIUPYEMOE NCCIIEI0BaHNE,
BKJIIOUHMBIIIEE |7 MalMEHTOB CO CPEIHEXKEIYI0UKOBOM
oOcTpyKuueit, cpeqHIM (PyHKIIMOHATBHBIM KIIACCOM I10
NYHA III, HecMoTpst Ha ONTUMATBHYIO MEIUKAMEHTO3-
HYI0 Teparuio, oKa3ajio, YTo MepCOHAIN3UPOBAHHBIN
nog00p mapamMeTpoB CTUMYJISILIMH MTO3BOJIIET YMEHbB-
IIATH OOCTPYKITUIO U TOBBICHTH TOJIEPAHTHOCTH K (hPU3H-
YECKHUM Harpy3kam y HallMeHTOB C BBIPaKEHHbIMU CUM-
TITOMaMH CPEIHEKETyI0IKOBOM 0OCTpyKITnH. [ pagueHT
NaBJICHUS, COCTABJIABIIMHN 10 ctuMyisinun 80 £ 29 MM
PT. cT., cHu3MWiICA 10 31 + 21 MM PT. CT. IpU CTUMYIISLIUU
B ONTUMAaJbHOU TOYKe, TO ecTh Ha 60% (p < 0,0001).
[lepconanu3upoBaHHas HaCTpPOWKa MapaMeTPOB dJIEK-
TPOKAPAUOCTUMYIIALINH YIy4llIuia pe3yiabTaTbl TeCTa
6-MUHYTHOU X0ab0bI (328,5 £ 99,9 M nmpotus 285,8 +
105,5; p=0,018) [58].

AnukaabHas coopma KM

ArnmkansHas THTIEPTPOdUS ¢ 0OIHTepanyei mojJ0CTH
Bepxyiku JDK orpanndeHa Bepxylikoil U TUCTAIbHOU
yacthio MXKII [43].

Mopddomnornyecku anukanbayto ['KMII noxpasze-
JISIIOT HA TPH THUIIA:

— W30JUPOBAHHAS — XapaKTEPU3YETCS THIIEPTPOPHCH,
OTPaHMYEHHOHN BEPXYIIKOH Cep/Ia;

CMeIIaHHas — MPOSBISIETCSA KaK aluKalIbHOHU, TaK U
CeNTabHOM THIepTpodueH, Ipu 3TOM MaKCHUMaITh-
Has TOJIIMHA MHOKapaa HabmomaeTcss B obiactu
BEPXYILIKH;
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OTHOCHTEJIbHAS! — IPETOIOAKHUTENBHO SIBIAETCS paH-
HUM (QeroTunom anukaibaoi ['KMII [67].

B GonpmmmncTBe ciyyaeB anukaibHas ['KMIT npo-
TEeKaeT OECCUMITOMHO [68] 1 MMeeT OJaronpUsTHHIN
nporuo3s [69, 70].

Opnako oOmupHas runepTpodus B 3Toi o0mactu
MOXET YMEHBIINTh KOHEUYHO-TUACTOINYECKUI 00beM
JIK, 9to ciocoOcTByeT pa3BUTHIO INACTOINYECKOM cep-
JIeYHOM HepocTaTouHOCTH [71].

MEAMKAOMEHTO3HOE AeYeHME NAUMEHTOB C [KMI]
C QnMKAABHOM TMNepTPOCOMEN

IIpu anuxanenoit I'KMII neuenue nauunaror c¢ bb,
KOTOpBIE YacTO Ha3HA4YaIOT B TOM YHCJIE JUIsl yMEHbIle-
HUS KOJIMYECTBA 3MU30J0B HEYCTOMUMBOW KETYI0U-
KoBoi aputmuu. [IpeumymiecrBa ncnons3oBanus bb
BKJIIOYAIOT:

YMEHbIIIEHUE YacTOTHI CEPAECUHBIX COKpPAILIEHUH BO
BpeMst PU3NUECKON HATPY3KH;

yAyYIIeHUE TUACTOIMYECKON (DYHKIUH Cepa;
oOJieryeHre CUMIITOMOB, TAKUX Kak 00Jb B TPyAH U
OJIBIIIIKA, 32 CUET CHM)KEHHS MOTPEOHOCTH MUOKapa
B KHCJIOPOZE;

CHUKEHHUE TpaJueHTa JaBIECHUs B CpEeHEN YacTH
JKeJTy[A04Ka MPU HAJIMYUH COMYTCTBYIOIIEN cpesiHe-
JKEITy0YKOBON 0OCTpyKIUH [68].

Bbraronpustaeie 2 dexTsl Beparnamuia u JUiITHa3e-
Ma 00yCJIOBJICHBI X OTPHLATEIbLHBIM HHOTPOITHBIM H
XPOHOTPOIHBIM MEXaHU3MOM JIEHCTBHS, TPUBOAALINM
K YMEHBIICHHUIO OOJIM B TPYIH, YBEIMUCHHIO BPEMEHH
HarnonHenust JOK B nuacrony u ynydiienuto nepQy3uu
Muokapaa [72].

IletnieBble U THA3UIHBIE TUYPETUKH B HU3KUX JI0-
3aX MOTYT UCIOJNb30BaThCs AJI1 YMEHBIIEHUS OJBIIIKU
¥ 00BEMHOH Meperpy3ku y NalMeHTOB C allMKaJIbHOM
I'KMII [68].

J1nis1 3aMesieHust MporpeccupoBaHusi THIIEPTPOGOUH 1
¢ubpo3a MuoKap/a, 0OIETYCHUsT CAMIITOMOB U CHUXKE-
HHSI CMEPTHOCTH Ha3HavyaroTcsi tHruouTopsl PAAC [21].

VY mauueHToB ¢ CUMITOMAaTHYECKOW HEOOCTpyK-
tuBHON 'KMII npruMeHneHne MaBakaMTeHa MPUBOIU-
JIO K 3HaUUTEIbHOMY CHUKEHHIO0 ypoBHS NT-proBNP,
npudeM 3peKT 3aBucen OT 1036l npenapara. OgHaKo
MaBaKaMTEH HE OKa3aj CYyIIECTBEHHOI'O BIUSHHUS Ha
oOJyier4eHne CHMIITOMOB HJIM YIy4IlIeHUEe (PU3UIECKOM
BBIHOCIMBOCTH [73].

Xupyprujeckoe AedyeHue naumeHToB ¢ [KMI1
C QMUKAABHOM rmnepTpodomuen

TpaHcanukaabHas MUIKTOMHMS, HaIlpaBiICHHAs Ha
yBeJIMUYEHUE 00beMa MOJIOCTH JICBOIO JKEIYI04uKa, (-
(eKTHBHA B YJIY4YIICHUU JHACTOJUYCCKON (DYHKIIHH,
YMEHBIICHUH CUMIITOMOB U B KOHEYHOM UTOTE ITPEIOT-
BpAIllCHUHU WJIM OTCPOYKE HEOOXOIUMOCTU TPAHCIIAH-
TallMU Cepjilia y MAIMeHTOB ¢ CepACYHON HEA0CTaTOu-
HOCThIO Ha (hoHe anukanbHoit ['KMII [71, 74, 75].
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KM ¢ runeptpocbuen Bcen MXI

XOTs Takoi BapuaHT BCTpPEUYAeTCsl HEYACTO, y Tall-
entoB ¢ ooctpyktuBHO ['KMII nnorna nabmromaercs
THIIEPTPOQUSL, KOTOpasi paclpoCTpaHsIeTCsl Ha Bce TPU
3oub1 MIKII [43].

bruto nqoka3ano, uto 3toT Bug I KMIT umeer nebdnaro-
MPUATHBINA XUpyprudeckuii mporuos. B 2018 roxy 66110
OITyOJIMKOBAHO MCCIIEZIOBaHUE, B KOTOPOM 469 manyeH-
Tam ¢ ooctpykrusHOU ['KMII (248 mamueHToB nMenn
runeptpoduto 6a3anpHOTO0 OTAENA, 141 — rUnepTpodHIo
Bceit MXKII, 80 — muddysnyro [TI0K) O6puta mpoBenena
XHpyprudeckas MU3KToMus. Bpems HaOmroneHus cocra-
BuiO 2,5 + 1,4 roga. B nuHaMuke nocie MUSKTOMUH Y
MaIMEHTOB C runeprpoduei da3aapHOro OTAeIa Onpe-
nensinack MeHbias tonmuHa MOKI, menbias macca
JIK u menbiee nakoruienue ragonuaus o MPT. Kpome
TOTO, BBDKHBAEMOCTb MOCJIE MUIKTOMHUH ObLIa BBIIIE Y
9TOH TpynIbl nanueHToB. [lanuenTsl ¢ runeprpodueit
Bceit MXKIT n muddysznoit [VIK nokazanu xy/inyro Bbl-
YKUBAEMOCTH TIOCJIC XUPYPTUICCKOM MUIKTOMEH [ 14].

AokamHuveckas FKMIM

Oco0Oyto rpynmy cpeau nauentos ¢ ['KMII cocras-
JISTFOT TEHOTHII-TIOJIOKUTENbHBIC, (DEHOTUII-OTPHUIIATEIIb-
HBIE MAI[UCHTHI, KOTOPBIX TAK)KE HA3BIBAIOT MAI[ICHTAMHU
¢ «noxnmandeckoiny 'KMII [31, 76, 77].

V 3THX manueHToB CTPyKTypa u pazmeps! JDK 00bra-
HO HE M3MEHEHHI. TeM He MeHee Yy HUX HaOIromaroTcs
aHOMAIIMU CTPOEHUS MUTPAIBHOTO KIIallaHa 10 CpaB-
HEHHUIO co 310poBbiMU JroAbMuU: [ICMK y HUX niuH-
nee (17,1 £ 0,4 mm/M* npotus 16 = 0.4, p = 0,006),
3CMK — tomme (1,79 + 0,008 cm potus 1,62 + 0,007,
p = 0,06), a paccTossHUE MEKIY MATHWLISPHBIMHA MBIIII-
namu — mensbie (31,1 £0,7 mm potus 34,2 £ 0,9, p =

0,007). PacnpoctpanerHocth SAM Takke 3HAUNUTEIh-
HO TIOBBINIEHA MTPH «AokIuHIIeckoi» ['KMIIT (15,2%
npotuB 1,6%, p = 0,006). DTu usmMeHeHus Oosee BbI-
paxens! ipu ' KMII ¢ SBHBIM ()eHOTHIIOM W HATHIHEM
TeHETUYECKUX MapKepoB. [103ToMy paHHsIsI AMAarHOCTHKA
Y TIPOBEJICHUE KOMITJICKCHOM BU3yalu3allid UMEIOT pe-
mIaroriee 3Ha4eHUE JJIT CBOCBPEMEHHOTO BBISIBICHHUS
9THUX HAIIMEHTOB, IPABUJIBLHOMN OIICHKH PUCKA U BBIOOpA
TaKTUKH JiedueHus [78].

NPOPUAAKTUKA BCC Y MALMUEHTOB B TKMI

HecMoTps Ha coBpeMeHHbIE METO/IbI JICUEHUS, BHE-
3amHas cepaedras cmepth (BCC) ocTaeTcst cepbe3HOM
yrpo3soii ans nmauueHToB ¢ 'KMII. UMnnantupyemslit
kapauoBeptep-nepuodpumsTop (KBJ) sBnsercs apdex-
THUBHBIM CPEJICTBOM IIEPBUYHOM U BTOPUYHON POHIIaK-
tukn BCC y aT0¥ rpynmns! nanuenTos [3, 4].

Bropuunas nmpodmrakruka BCC npeanonaraet nm-
antanuio KB/ nmanuenTam, nepeHecmm oCTaHOBKY
cepara, o0yCIOBICHHYIO JKEeITyIOYKOBON TaxXWKapaHeH
(OKT) nmu pubpussiumeis xKenyI0uKoB, TM00 MMEIOILUM
B aHAMHE3€ AIHU30/bl YCTOMYMBON NeMOIHMHAMUYECKH
3Haunmoit KT [3].

Wmnnanranus KB/ muist nepBuyHoi npoduiaktuku
BCC pexomenayercs naruerram ¢ [’ KMII, nmeronmim
>1 ocHoBHoro ¢aktopa pucka BCC [4] u pacueTHbII
S-netuuit puck BCC >4% (Ilb) — >6% (Ila) mo mkame
HCM Risk-SCD [3].

PexoMeH1a1inm aMepuKaHCKUX U €BPOIEUCKUX Kap-
JUOJIOTMYECKUX COOOIIECTB MO OIpenesieHHI0 (hakTo-
pos pucka BCC y nantuentos ¢ ' KMII nemoncTpupyrot
o0mmye 4epThl, HO TaKXKe BKJIIOYAIOT U ONpEeIICHHbIE
paznuuns (tabn. 4 u 5) [3, 4].

Tabnuna 4

®akTtopsl pucka BCC y nannentos ¢ 'KMII mo jaHHBIM aMepHKAHCKOI0 001IeCTBA KapAHO0JI0TO0B [4]

Risk factors for sudden cardiac death (SCD) in patients with hypertrophic cardiomyopathy (HCM)
according to the American Heart Association [4]

daxTopsl pucka BCC

Onucanmne

Cewmeitnbrii anamue3 BCC,
cesi3anHoi ¢ ['KMIT

Cewmeitnbiii anamue3 BCC, npeanonoxurenbHo Wil JocToBepHO BbizBaHHONW ['KMII,
y >1 poacTBeHHUKA MTEPBOI MM WHOW OJMM3KOH CTENIeHN pOACTBa B Bo3pacte <50 yeT

Maccusnas I'JDK

MakcumanbHas TOJMIKUHA CTeHKH >28-30 MM B JIF000M cerMeHTe 1o gaHHbM DX0KI
nn MPT cepnua

HeoObsIcCHUMBIE CHHKOITAJILHBIE
COCTOSAHHUA

>1 HEOOBSICHUMBIH 31301 OCTPOH TPAH3UTOPHOU MOTEPH COZHAHMS HE HEHPOTEHHOM
(BazoBarajabHOM) ATHOJIOTUH, OCOOSHHO €CIIH AIMU30/IbI MPOU3OIIUIA B TEUCHHE
MOCJIETHUX 6 MECsIIeB

Heycroitunsas XXT

3HAYNMBIM MapKepOM PHCKa SBITIOTCS YacThie (>3), MPOIOKUTENbHBIC

(=210 ymapoB) smm307561 KT ¢ BEICOKOH 9aCTOTOH KETyITOUYKOBBIX COKPAIICHUN
(PKC) (=200 ynapoB B MUHYTY), OIIPEIENISIEMbIE TI0 JAHHBIM XOJITEPOBCKOTO
MOHUTOPHPOBAHHMS

Cucronnyeckast aucyaxmms JOK

Opaxknus BeIOpoca <50% mo garaeiM IxoKIT mm MPT cepama

AnukanbHas aHepusma JK

Bue 3aBucumocTt ot Pa3MEpPOB aHCBPHU3MbI

OO0mmpHOE MO3THEE TaI0THHIEBOC
yCUJIeHHE

JuddysHoe 1 obmupHOE MO3IHEE Ta0THHAEBOC yeuiieHne 1o naHHeM MPT cepa-
11a, MpeacTaBisiomee coboil pubpo3 Muokapaa, oxparsiBaromee >15% maccsr JDK
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Tabmnua 5

®axTtopsl pucka BCC y nanuentos ¢ 'KMII mo nanHbIM eBponeiickoro o0mecTsa KapanoJoros [3]

Risk factors for sudden cardiac death (SCD) in patients with hypertrophic cardiomyopathy (HCM)
according to the European Society of Cardiology [3]

DakTtopsl pucka BCC

Onucanmne

Cewmeiinbiii anamue3 BCC,
csa3angnon ¢ ' KMII
nenHoM auarnose I'KMIT

BHe3anHas cMepTh pOJICTBEHHHUKA NTEPBOIT IMHUK POJICTBA B Bo3pacTe 10 40 JeT, BHE 3aBHCU-
MOCTH OT HAJIMYUS WU OTCYTCTBUS AUarHocTuposanHoi I'KMIT
BHeszanHas cMepTh poACTBEHHUKA NIEPBOM JIMHUK POJICTBA B JTFOOOM BO3pACTe IPH yCTaHOB-

Maccusnas I'JDK

Maxkcumanbnaas Tommuaa JOK >30-35 mM o ganaeiM DxoKI™

CuHkorre

HeoObsacHumMbIe He HEHPOTEHHBIE 0OMOPOKH, 0COOCHHO MTPOU3OMIESIINE B TCICHNE
MOCIIEAHUX 6 MECSIIEB 10 00CIIETOBAHUS

Heycroituugas 2XKT

IMocnenoBarenbHas cepust U3 >3 KeITyIOUKOBBIX COKpaIIeHnH ¢ yacToToi >120 ynapos

B MHUHYTY, IPOJIOJDKUTEILHOCTBIO <30 CeKyH/ BHE 3aBUCHMOCTH OT KOJIMYECTBA

1 TIPONOIDKUTETRHOCTH 130108 JKT 3a cyTkw, a Takke YKC B mapokcusme.
Boznuknosenune Heycroitunsoit KT Bo Bpemst nim cpasy mnociie Gu3nIeckoil Harpy3Ku MOKET
yKa3bIBaTh Ha MOBBIIICHHBINA puck pa3sutus BCC

Bo3spacr

Puck BCC Bertre y 601ee MOIIOIBIX MAIIHEHTOB.

VY Gornee MOOABIX MAIIMEHTOB Takhe (PaKTOPHI pHCKa, KaK HEYCTOHUMBAs JKETyTOIKOBas
Taxukapaus, Beipaxkennas [JDK u HeoObscHUMBIE 0OMOPOKH, 0071a/1at0T 00JIee BRIPAKEHHBIM
HETaTUBHBIM IMTPOTrHOCTUYCCKHUM 3HAYCHHUEM

PaCH.II/IpeHI/IC JICBOI'O

HpI/I 9TOM JaHHBIX O CBA3U MCKAY BCCn KOHKPCTHBIMU IMapaMETpaMu, TAKUMHU KaK IJIOMIA/lb

npeacepans WM 00BEM JICBOTO ITPEJICEP/IHs, B HACTOSILEE BPEMsi HEIOCTATOYHO
[Tpu 3TOM NpOrHOCTHYECKasi 3HAYMMOCTH IpoBonMpyeMoi obcTpykunu BOJIDK
O6ctpykuns BOJDK 1 3(GEeKTUBHOCTD PA3IMYHBIX METOOB JICUCHHUs (KOHCEPBATUBHOTO ¥ MHBA3UBHOTO)
B npenorBpamennu BCC ocTaroTcst He 10 KOHIIA H3yYEHHBIMH
3AKAIKONMEHUE Firth J. Cardiology: hypertrophic cardiomyopathy. Clin

Crparerus neuenusi ' KMII nomkHa 66T CTPOTO
MEePCOHAIM3UPOBAHHON U YUYUTHIBATH HE TOJBKO I'eMO-
JTIMHAMHYECKHE TTapaMeTpsl, HO U aHaTOMUYECKHE 0CO-
oennoctu. Kinaccuduxanus ['KMIT Ha ocHOBe Hatn4us
v otcyteTBust ooctpykimn BOJDK, a Takke nokasnmza-
n runeprpodun MIKI UKty oT BEIOOP ONTUMAaTEHOR
CTpATEeruu BeIeHNUs MallueHTOB.

MennkaMeHTO3Has Teparus, Xupyprudeckast MHIK-
TOMUS WJIM CIIMPTOBAsI CeNTaNbHAs aOJISIIUs SIBISIFOTCS
OCHOBHBIMH MeTOAaMH JieueHust ooctpykrrBHON ['KMI],
B TO BpeMs KaK IpU HEOOCTPYKTHUBHOH (hopMe aKIEeHT
JienaeTcs Ha KOHTPOJE CUMIITOMOB M MPOQHIAKTUKE
OCJIOKHEHUI.

VYuuteiBasg puck BCC, ocoboe BHUMaHUE cleayeT
yaensTh cBoeBpeMeHHoN umrutantauuu KB/ nanuen-
TaM C BBICOKUM PHUCKOM.
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