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ABSTRACT

The article deals with information about hypertrophic cardiomyopathy (HCMP)
— the primary damage of the heart characterized by thickening of walls of left
ventricle and development of heart insufficiency especially diastolic. Hypertrophy of
left ventricle wall more than 15 mm of unclear genesis is considered to be the
diagnostic criteria. The data of investigation confirm the genetic character of HCMP.
The conduction of proper diagnostics will give the possibility to find out subclinical
changes of myocardium and optimize the treatment, improving further prognosis.
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AHHOTAIIHA

B cmamwe  npedocmaenena  ungopmayus o eunepmpoghuueckoil
kapouomuonamuu (I'KMII) - nepeuunom nopadxcenuu cepoya, Xapakxmepusyouemcsi
VMONWeHueM  CMEeHOK  JleB020  JCelyO0ouKa U pa3eumuem  CepoeyHoll
HeO0oCmamouyHoCmu, NPeuMyuecmeenHo ouacmoaudeckou. I unepmpogus cmenxu
71€6020 dcenyoouxa onee 15 MM HEACHO20 2eHe3d Cuumaemcst OUACHOCMUYeCKUM
kpumepuem ['KMII. Jlanunvie ucciredosanusi noomeepicoarom HAC1e0CmMEeHHbI
xapaxmep T'KMII. Ecmv ocnosanuss cuumams, 4mo Namonio2udecKue uMeHeHus
scmpeuaromces wawje, yem OUASHOCMUPYIomcs. Imo MOA*CHO 00BACHUMb meM, YUMo Y
SHAUUMENbHOU  4acmu  OONbHBIX — HEBO3MONCHO — O0emalbHOe 00c1edosanue ¢
npuMeHenuem J1abopamopHbIX U  UHCMPYMEHMANIbHbIX Memo008 OUAcHOCMUKU

(6enmpuxynoepagus, Kopouapoepagusa, IDH), ecreocmeue 3mozo 6OILHLIM
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owubouno cmasumcs ouacnos UBC, eunepmonuueckas 6one3nv. Hasznauaemcs
HeaodekeamHoe JieueHue, 4mo eedem K npozpeccuposanuio sabonesanus. llposeoenue
CB0E€BPEMEHHOU  OUACHOCMUKU — NO380IUM  BbIAGIAMb pPAHHUE CYOKIUHUYeCKUe
USMEHEeHUs. MUOKapoa U ONmuMUu3upo8amy jiedenue, 6ce 3mo 3HAYUMmMenbHo CHU3UM
8EPOAMHOCMb  PA3BUMUSL OCJIONCHEHUU, 68 MOM Yucile QamanvbHulX, U YIyYuum
OanbHeull NPOSHO3 NAYUEHMO8 C UNepmpopuiecKol KapouomMuonamuel.
Kntouesvie cnoea: eunepmpocgpus, xapouomuonamus (KMII), eenemuuecku

00y CNI08NIeHHAS, OUACHOCMUKA.

Hypertrophic cardiomyopathy (HCM) is a primary lesion of the heart
characterized by caused by thickening of the walls of the left ventricle and the
development of heart failure, predominantly diastolic. Hypertrophy of the left
ventricular wall more than 15 mm is unclear genesis is considered a diagnostic
criterion for HCM. There are the following options: symmetrical HCM (increase with
the involvement of all walls of the left ventricle), asymmetric HCM (hypertrophy
involving one of the walls), apical HCM (hypertrophy covers only the apex of the
heart in isolation), obstructural HCM (ventricular septum or idiopathic subaortic
stenosis), HCM of the free wall of the left ventricle. Important common features of
HCM (both with and without obstruction) are high frequency of cardiac arrhythmias,
primarily ventricular extrasystole and paroxysmal tachycardia, and impaired diastolic
filling of the left ventricle, which can lead to heart failure. Arrhythmias are associated
with sudden death occurring in 50% of patients with HCM. The etiology of the
disease in many patients is hereditary. HCMP in some cases, it occurs as a result of a
mutation of genes encoding contractile proteins of myocard. Patients with the so-
called sporadic form have no relatives with this patology.

Pathogenesis: as a result of gene mutation, left ventricular hypertrophy occurs
and lines of disorganization of cardiomyocytes.

The symptoms of the disease are diverse and unspecific, associated with

hemodynamic disorders (diastolic dysfunction, dynamic obstruction of the outflow
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tract, mitral regurgitation), myocardial ischemia, pathology of the autonomic
regulation of blood circulation and violation of electrophysiological processes in the
heart. The range of clinical manifestations is extremely large: from asymptomatic to
steadily progressive forms that are difficult to treat with medication, accompanied by
severe symptoms. Increased diastolic pressure in the left ventricle due to diastolic
dysfunction, dynamic obstruction of the outflow tract of the left ventricle are
manifested by shortness of breath at rest and during exercise, fatigue, weakness. An
increase in pressure in the pulmonary circulation is accompanied by the development
of acute left ventricular failure (more often at night - cardiac asthma, alveolar
pulmonary edema). A drop in the ejection fraction during exercise or heart rhythm
disturbances is accompanied by a deterioration in the blood circulation of the brain.
Transient ischemia of the brain structures is manifested by a short-term loss of
consciousness (fainting) or pre-syncope states (sudden weakness, dizziness,

darkening of the eyes, noise and "congestion" in the ears).

Research methods:

ECHO-KG is the main method for diagnosing HCM. The criteria for diagnosing
HCM based on ECHO-CG data are:

e Asymmetric ventricular septal hypertrophy (> 13 mm)

e Anterior systolic movement of the mitral valve

eSmall cavity of the left ventricle

eHypokinesia of the interventricular septum

eMidsystolic aortic valve occlusion

eIntraventricular pressure gradient at rest more than 30 mm Hg. Art.

e Intraventricular pressure gradient at a load of more than 50 mm Hg. Art.

eNormo- or hyperkinesia of the posterior wall of the left ventricle

eReducing the tilt of the diastolic occlusion of the anterior leaflet of the mitral
valve

eMitral valve prolapse with mitral regurgitation
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e The wall thickness of the left ventricle (in diastole) is more than 15 mm

If there is no left ventricular outflow tract obstruction at rest, it can be provoked
by medication (amyl nitrite inhalation, isoprenaline, dobutamine) or functional tests
(Valsalva test, exercise), which reduce preload or increase left ventricular
contractility. Cardiac catheterization and coronary angiography are performed to
assess the coronary bed before myectomy or mitral valve surgery, and to determine
the cause of myocardial ischemia.

According to modern concepts, the treatment strategy is determined in the
process of dividing patients into categories, depending on the course and prognosis
described above. All individuals with HCM, including carriers of pathological
mutations without phenotypic manifestations of the disease and patients with an
asymptomatic course of the disease, need dynamic observation, during which the
nature and severity of morphological and hemodynamic disorders are assessed. Of
particular importance is the identification of factors that determine an unfavorable
prognosis and an increased risk of sudden death (in particular, latent, prognostically

significant arrhythmias).

General events
Limiting significant physical exertion and prohibiting sports that can cause
aggravation of myocardial hypertrophy, an increase in the intraventricular pressure

gradient and the risk of sudden death.

Medical treatment

The basis of drug therapy for HCM is drugs with a negative inotropic effect: -
blockers and calcium channel blockers. Disopyramide (a class IA antiarrhythmic
drug) and amiodarone are also used to treat heart rhythm disturbances that are very

common in this disease.
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