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I1. CHEINONYECKUNE SABOJIEBAHUS MUOKAPOA
1. BOCHAMVTENBHBEIE (MHOEKIIOHHBIE). - MVOKAPAVTL!:
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- PYIKKETCYIO3HBIN
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- [PVIEKOBBIV
- IPOTO30VIHEIN
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= IVOOY3HBIX SABONEBAHVAX COEANHVTENBHON TRAHV: CKB,
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4. NPV «<VIHOVABTPATIBHBLIX> TPOIECCAX:
AMWIIOVAOSE
FEMOXPOMATOSE
CAPKOVMAOSE
BOJESHW /TOMITE
MYKONOJINCAXAPVAOSE
BOJIESHW @ALP/




5. NP HENPOMBILTEYHBIX SABOJIEBAHVAX:
MBILLEYHOW ANCTRPOD ArOLIEHHA
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LapoVIOMUNOoraTvv

B 1957 W.Bridgen npeanoXxeH TEpMUH «kapanoMmonatumn» A1 0603HaUYeHnS
6one3Hen Mmokapaa HEM3BECTHOM 3TUOIOMNK, NPOABASAIOLNXCS KapANOMEranmen u
CepeYHON HEOCTAaTOYHOCTbIO U HE BbI3BaHHbIX MOPa)XEHMEM KlanaHOB CepALa,
KOPOHAPHbIX, JIEFOYHbIX COCYZI0B NN apTepUanbHOW MMNEPTEH3UEN.

B 1980 r. KomuteT 3kcneptoB BO3 Bbigenun Tpy reMoaAMHaMUYECKUX Tuna
KMIT: annataumnonHbIi, runeptpouyeckni 1 peCTpUKTUBHBIN, @ TakKXXe
NPOTUBOMOCTaBUN nepeuyHble, nanonatThdyeckme KMI1 n sropunuHsble,
creundunyeckme 3aboneBaHna MMokapaa.

B 1995 r. Cneunanu3anpoBaHHas rpynna akcrneptos BO3 mexxayHapoaHOro
obuwecTBa n enepaunm Kapamosioros Aasa HOBYHO KiiaCCUduUKauumio u
HOBOE onpeaesneHmne:

KM — 370 3aboneBaHmMs MMokapaa, CBs3aHHble ¢ ANCHYHKLUMEN cepaLa.


Выступающий
Заметки для презентации
Figure 3-1. Classification of cardiomyopathies. Strictly defined, the term cardiomyopathy denotes a primary disorder of cardiac muscle not caused by coronary or valvular heart disease. Nevertheless, extramyocardial processes that cause heart failure frequently cause secondary changes in myocardial structure and function.A, A general classification of cardiomyopathic processes based on observations in a large clinical series of patients followed over a 10-year period [2].B, Subclassification of specific extramyocardial etiologies that can produce cardiomyopathy-like syndromes, inflammatory diseases of the heart, and specific secondary conditions that can manifest as dilated cardiomyopathy. Although most secondary cardiomyopathies are described in the literature as case reports or small series, in aggregate they may account for up to 50% of new cases of dilated cardiomyopathy [2].
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Выступающий
Заметки для презентации
Figure 3-1. Classification of cardiomyopathies. Strictly defined, the term cardiomyopathy denotes a primary disorder of cardiac muscle not caused by coronary or valvular heart disease. Nevertheless, extramyocardial processes that cause heart failure frequently cause secondary changes in myocardial structure and function.A, A general classification of cardiomyopathic processes based on observations in a large clinical series of patients followed over a 10-year period [2].B, Subclassification of specific extramyocardial etiologies that can produce cardiomyopathy-like syndromes, inflammatory diseases of the heart, and specific secondary conditions that can manifest as dilated cardiomyopathy. Although most secondary cardiomyopathies are described in the literature as case reports or small series, in aggregate they may account for up to 50% of new cases of dilated cardiomyopathy [2].
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Puc. 1. Bua cepaoua npv pasnnydHbix §
natouranonorv4eckux popmax KapaumomMmMonaTuin:

1 — Hopma; 2 — gunaTtauMoHHaa KapauvoMuonaTHma,
3 — rvneprTpodrHeckKkas KapauoMuonaTua,

4 — pecTpUKTHUBHAA KapauoMuonaTus

AQ — aopTa; JIXK — nesbin xenygodek; JII7 — neece
npeacepouve




N3meHeHne reometpun JIXK onpegenset tun
HapyLeHnst ero yHKLUnn

Hopma AnnaTtaums KoHueHTpuyeckas
(aKcueHTpuyeckas rmnepTpodus
rmnepTpodus)

OyHKUNSA Cucronunyeckas [nactonnyeckas
He HapyLlleHa ANCPYHKUMSA ONCPYHKUMSA



Выступающий
Заметки для презентации
Figure 15-17. Typical LV geometry with systolic and diastolic dysfunction. This figure illustrates the LV long axis view in diastole (note open mitral valve and closed aortic valve) of examples of a normal (left), a dilated cardiomyopathy with systolic dysfunction (center), and a concentric LVH with “pure” (strain-independent) diastolic dysfunction (right). The thin lines indicate the extent of wall motion during systolic contraction.Systolic dysfunction (center) is characterized by a reduced extent of contraction, a decreased ejection fraction, and LV dilation. Strain-dependent diastolic dysfunction occurs when dilated ventricles with systolic dysfunction approach their limit of dilation and distensibility, and resistance to diastolic filling increases. Thus many patients have both systolic and diastolic dysfunction.Pure diastolic dysfunction (right), without systolic dysfunction, commonly occurs with concentric LV hypertrophy (LVH), and is associated with a normal or supernormal extent of contraction and ejection fraction. An increased resistance to diastolic filling results from the increased mass itself, impaired relaxation of the hypertrophied myocytes, interstitial fibrosis, and subendocardial ischemia, which is often present with concentric LVH. Diastolic dysfunction can occur in the absence of LVH with myocardial infiltrative or fibrotic disease processes. The increased resistance to filling results in elevated LV diastolic (filling) pressures that are transmitted to the pulmonary capillaries and can cause pulmonary edema.



Kiananueckue IPOABJICHUAL.

du3ukKajJIbHoOe 00cCJIeI0OBAHHE.

IKI':

PeHTreHoJJiornuecKoe Mccjae0BaHue:

IxXoxkapauorpadpus:




JunnaTtaumoHHasa KMIT.

3aboneBaHne MMOKapAa, XxapakKrepusyrowjeecs
pacliMpeHueM KamMep cepaua, HapylLleHMeM ero
COKpaTUTENbHON (PYHKLMM U NpPOrpeccupylowien
XPOHUYECKOU cepaevyHOU HeaOoCTaTOYHOCTbIHO.

OKMI ewie Ha3bIBalOT 3aCTOMHOM M3-3a HECNOCOBHOCTH
cepaua npyM AaHHOM 3a6o0s1eBaHMM NOJIHOLLEHHO
rnepeKkaumBaTb KpOBb, BC/IEACTBUE Yero 3Ta KPOBb
«3acTavMBaeTCs>» B OpraHax U TKaHAX
opraHusmMa.

- caMmas yacrtas (60%) cpeamn Bcex KMI

- MY>K4YMHbI 60n1€10T B 2-3 pa3a vaiye,
YeM XKEHLUUHbI.

- cMepTHOCTb 70 % 3a 5 ner.

PacluMpeHHbIe XXenyao4ku




STNOIOrns

1. Uamnonatuyeckas (nepsuyHas) AKMI1
2. Cneundunyeckme (BTopmyHbie) KM

[puunHbl cneundguyeckux AKMIT

MH(EKLUMOHHbIE MOopaXXeHUs cepae4yHon MbilLpbl (BUPYCbl, 6akTepun u

ap.);

TOKCHUYECKMe Bo3encTBus (ankoronb, KOKauH, MHTOKCUKaLMS
HEKOTOPbIMU

MeTaslaMu, NeKapCTBEHHbIMU CPeACTBaMN);

BUTaMMHHaA HEAOCTAaTOYHOCTb (BUTAaMWHOB rpynnbl B);

3a60/1eBaHNS SBHAOKPUHHDbIX >Xene3 (LWnToBnaHon, rmnodusa, H/n);

6epeMeHHOCTDb (nepunapTtanbHas KMI);

CUCTEeMHbIe 3a60neBaHnsA CoOeANHUTENBHOM TKaHM (CUCTEMHAs KpacHas

BOJ/IYAHKa, CKiiepoaepmus, nonvapTepunT un ap.);

ceMeMHOo-reHeTuuyeckue 3abonesaHuns (MMonaTun)

CTOMKME TaXMapUTMMMU, CNOCOOHbIE BbI3BATb TaK Ha3blBaeMble

TaxnukapauoMmonaTuu.



[MaTorene3 nepsuyHon AKMIT

1. AKMI1 — cneacTtBue reHeTUYECKOU AETEMUHUPOBAHHOCTMN.
Y 20-25 % 60nbHbIx KMl nMeeT ceMenHbIn XapakTep.
[1pn 3TOM BbIIBNIE€HbI MyTaLKMX reHOB, OTBEYaloLuX 3a
CUHTE3 KapauanbHbIX 6eKoB.

2. OKMI1 - cneacrteme nepeHeceHHOro BUpyCHOro
MUokapauTa. OaHaKo YacToTa BbiIBIEHUS BUPYCOB
(Kokcaku B) sapbupyet ot 0 a0 40%o.

3. AKMI1 — cnegcteme ayTOMMMYHHOIO NMOBPEXAEHUA.

[pn cemenHbix TMNax AKMI1 BbiSBNEHbI pa3nnyHbIE BUAbI
KapAanocneunduyHbiX aHTUTEeN K KOMMOHEeHTaM
KapANOMUOLIMTOB. YTO sBnseTcs NpUYMHHLIM (DaKTOPOM?



AnnataumoHHaa KMI1. Makponpenapar.

@ Current Medicine



Выступающий
Заметки для презентации
Figure 3-12. Idiopathic dilated cardiomyopathy. Idiopathic dilated cardiomyopathy, a diagnosis of exclusion, is the second most common cause of heart failure in the United States, following ischemic heart disease (seeFig. 3-2B). Among patients who present with dilated cardiomyopathy, up to half have specific underlying etiologies, which in many cases are treatable. In addition, it is becoming apparent that many cases previously labeled “idiopathic” may actually reflect prior myocarditis or genetic disease.A, Gross appearance of the heart in idiopathic dilated cardio myopathy. This condition leads to four-chamber dilatation and hypertrophy. In this example, focal anteroseptal apical wall thinning was a result of an infarct of embolic origin. The coronary arteries were free of obstructive narrowing.B, Magnetic resonance images of dilated cardiomyopathy in four-chamber (left) and short-axis (right) views. This imaging technique provides an excellent in vivo assessment of cardiac structure and function. Ao—aorta; LV—left ventricle; RV—right ventricle. (Acourtesy of Frederick J. Schoen, Boston, MA; Bcourtesy of Joachim Gaa and Robert Edelman, Boston, MA.)
Патологоанатомические данные ДКМП:
сердце значительно увеличено в размерах (cor bovinum), резко дилатированы оба предсердия и желудочка, расширение левого желудочка более выражено масса миокарда увеличивается до 600-800 г. (в норме около 350 г) миокард бледный, дряблый толщина стенки ЛЖ нормальная или увеличена до 12-13 мм (в норме до 10-11 мм), несмотря на гипертрофию. Это бъясняется тем, что дилатация маскирует степень гипертрофии. Утолщение эндокарда желудочков. В 50-60 % случаев обнаруживаются пристеночные тромбы в желудочках и ушках предсердий, в миокарде многочисленные соединительно-тканные рубчики
коронарные артерии, за редким исключением, не изменены
Гистология ДКМП
(прижизненная эндомиокардиальная биопсия)
изменения неспецифичны
дегенерация и некроз кардиомиоцитов
компенсаторная гипертрофия части оставшихся кардиомиоцитов с увеличением размеров ядер и митохондрий
зоны мелкоочагового фиброза
регулярное расположение миокардиальных волокон 


=
[ MCTonornyeckoe nccneaosaHne mmokapaa npu AKMIT

MuounTbl 04HOrO pa3Mepa, MuounTbl rMNepPTPOMOUPOBaHHI,
napannenbHO HanpaBfeHbI. Pa3HOro pa3sMepa. Sapa paclnpeHsl.
®dunbpo3a HeT. Bbipa)keHHbIN (pnbpo3.


Выступающий
Заметки для презентации
Figure 3-13. Pathology of idiopathic dilated cardiomyopathy. A, Histologic architecture of normal myocardium, demonstrating parallel alignment of uniformly sized myocytes without significant fibrosis. B, In contrast, the myocardium from a patient with idiopathic dilated cardiomyopathy demonstrates myocyte hypertrophy with variability in myocyte size and enlargement of nuclei. There is significant deposition of fibrotic tissue in the interstitium. (Acourtesy of Evan Loh, Philadelphia, PA.)



femoaMHaMmuka npu AKMI

B ocHOBe HapyweHus remogamHaMmukum npu AKMI1 nexwur
cucronmyeckana amchyHkuma JIXK c ymeHbLLIeHUEM cepaeyHoro
Bbl6bpoca Bcneacreue:

- CHI)KEHMS COKpPaTUTEJIbHOU cnocobHocT Muokapaa JIK
n3-za ¢¢Gubposa n rmbenn KapaAMoOMMOLIUTOB.

- OTHOCUTEJ/IbHOU MUTPAJZIbHOWU HEeAOCTAaTOYHOCTU U3-3a
avnnatauum JHK.

[Moka3aTenu AN oueHKM cuctonnyeckon dyHkumnm JIXK :
YO = KOO - KCO

YO
OB = x100% (N > 50%)
KOO
YO x YCC
Ch = (N > 2,5 n/MUH\M?)

STena



Выступающий
Заметки для презентации
В основе заболевания лежит гибель отдельных клеток в различных участках сердечной мышцы. Постепенно погибшие мышечные клетки замещаются соединительной тканью. Подобные изменения в сердечной мышце влекут за собой снижение насосной функции сердца. Чтобы компенсировать снижение насосной функции, камеры сердца расширяются, а оставшийся миокард гипертрофируется. Одновременно возникает стойкое учащение сердечного ритма (синусовая тахикардия). На какое-то время насосная функция сердца улучшается. Однако возможности дилатации и гипертрофии миокарда ограничиваются количеством жизнеспособного миокарда. Когда компенсаторные возможности сердца иссякают, наступает декомпенсация с развитием хронической сердечной недостаточности. Течение заболевания ухудшает появление недостаточности митрального и трикуспидального клапанов сердца вследствие перерастяжения их клапанного кольца (аннулэктазии) на фоне дилатации камер сердца. На поздних этапах ДКМП могут возникать сложные злокачественные аритмии, способные приводить к внезапной смерти. Вследствие снижения насосной функции сердца, а также в результате неравномерности сокращения миокарда в камерах сердца становится возможным образование тромбов. Опасность тромбообразования заключается в потенциальном распространении фрагментов тромбов с током крови (тромбоэмболия), что может способствовать развитию инфарктов внутренних органов и закупорке крупных сосудов. Оценить функцию левого желудочка позволяют: эхокардиография, радиоизотопное исследование сердца и (при необходимости) его катетеризация. Для определения природы патологического процесса можно выполнить биопсию миокарда. 



OcCHOBHbIe KnnHu4eckne cuHapomMbl AKMIT:

1. XCH nnmn 6eccumntoMHasa aucdyHkuua JIK

B Hauyane noABNAIOTCA NPU3HAKM JIeBO -, a 3aTeM
NnpaBoXKeslyA04MKOBOW HEeJOCTaTOYHOCTHU, KOTOpble
YKa3blBalOT Ha 60/1ee cepbe3HbIN NPOrHos.

NMpu3Hakun 6uBeHTpukynapHou CH Habnropatorcsa B

MOMEHT NOCTaHOBKU AnarHo3a AAKMIy 1/3
60/1bHbIX.

2. ApuTMnuyeckun cuHapoMm — noutmn y 100 % 60/1bHbIX.
J1ro6ble HapyLwieHust puTMa U NPOBOAUMOCTHU
(CcMHycoBas TaxuKapaus, SKCTPacUCTonus,

MepuaTenbHasa aputMmus, AB 6510kaabl 1 U 2 cTteneHum,
6510kaabl HOXKeK nyuka 'mca).




3. TpoMb6oaMbonnuecknn cuHapomM. NMpm ayroncum
NeBOoXeNnyao4YKOoBbIe
TPOM6bI HaxoaaT y 50 % 60/1bHbIX.

4. boneBoU KapauanabHbiX cMHAPOM —Y 10-20 %0
60/1bHbIX.

OAnutenbHble 60511 B J1IeBOU NOJIOBUHE NPYAHOM KJIETKU U
3a rPYAMHHOM, yalle 6e3 yeTkou cBA3un ¢ hnsnueckoun
Harpy3skou. bosu oTpaxkalot cybaHaoOKapAnasibHYIO

MLLUEeMUIO, CBAA3aHHYIO C NOBbILLEHHOWU NOTPE6HOCTLIO B
Kucnopoae runeprpodmpoBaHHOro cepaua.

5. OTHOCMTEeNbHasA HeAOCTAaTOYHOCTb MUTPAJZIbHOIO U
TPUKyCnuAaasbHOro KsanaHoB



AKMTI1. PeHTreHorpacdusa rpyaHon KNeTku



Выступающий
Заметки для презентации
Рентгенологическое исследование грудной клетки выявляет кардиомегалию, выпот преимущественнов правую плевральную полость, принаки венозного полнокровия (усиление легочного рисунка, интерстициальный или альвеолярный отек легких). 
Figure 7-19. Chest radiographs of patients with heart failure. A, Congestive heart failure with cardiomegaly. This radiograph demonstrates cardiomegaly (cardiothoracic ratio, 0.77), pulmonary congestion, and bilateral pleural effusions (note blunted costophrenic angles). The cardiac silhouette may indicate the existence of a pericardial effusion. Also note the thin chest wall and osteopenia suggesting cachexia.



KT npu AKMIN

Husknin BonbTax,b610kaga NpaBon HOXKM Ny4dka 'nca, nonuTonHas
rpynnoBasi 3KCTPacUCTONNS, NPOBEXKN XKeNya0UKOBOM TaxmKapamm



Выступающий
Заметки для презентации
ЭКГ – неспецифические изменения в виде низкого вольтажа комплексов QRS, нарушения атриовентрикулярной проводимости, блокады ножек пучка Гиса, изменений реполяризации (депрессии сегмента ST, отрицательного зубца Т), мерцательной аритмии, желудочковой экстрасистолии, кратковременных, самостоятельно купирующихся эпизодов фибрилляции желудочков. Могут выявляться патологические зубцы Q как следствие выраженного фиброза миокарда (не связанного с перенесенным инфарктом миокарда), что затрудняет диагностику ДКМП, особенно ан фоне болей в области сердца.



KT npu AKMIN

Hu3kun BonbTax, 3ybubl Q B oTBeaeHusix V1-V4, BbI3BaHHbIE MOBOPOTOM
3/1.0CY cepaua, a He nepeHeceHHbIM MHPapKTOM MMoKapaa.



Выступающий
Заметки для презентации
Figure 7-18. Electrocardiography in heart failure patients. An electrocardiogram (ECG) can provide valuable information in the assessment of patients with heart failure. These examples represent commonly observed findings in severe heart failure. A, Low voltage and arrhythmia. This ECG demonstrates a right bundle branch block pattern and low voltage throughout the limb leads and precordium. Premature ventricular contractions, couplets, and nonsustained ventricular tachycardia are also seen. This patient has severe coronary heart disease with multiple myocardial infarctions and an ejection fraction of 15%. B, Cardiomyopathy. Patients with dilated cardiomyopathy may have Q waves (see precordial leads), which can lead to the mistaken diagnosis of myocardial infarction. This patient did not have coronary heart disease. The tracing also shows low voltage throughout, an interventricular conduction defect pattern, and nonspecific ST-T wave changes. aVF—augmented voltage, unipolar left leg lead; aVL—unipolar augmented voltage, left leg lead; aVR—augmented voltage, unipolar right arm lead.



Oxokapanorpadus npu AKMI

JIXK, B-pexxnum JIXK, M-pexxknum MK, M-pexum



Выступающий
Заметки для презентации
Эхо-КГ. Выявляется расширение полостей предсердий и желудочков, диффузная гипокинезия их стенок, преобладание систолической дисфункции, уменьшение ФВ левого желудочка (в крайних случаях она может составлять 15-20 %). Доплер Эхо-КГ позволяет выявить относительную митральную и трикуспидальную регургитацию при интактных створках клапанов сердца. У 20-25 % больных с ДКМП выявляются внутрипредсердные тромбы, у 30-50 % внутрижелудочковые. Чем ниже сократительная способность миокарда, тем более вероятно обнаружение тромбов в полости желудочков. 




Выступающий
Заметки для презентации
Figure 4-19. Dilatation of the left ventricle (LV), as observed in cases of ischemic cardiomyopathy, results in mitral regurgitation secondary to dilatation of the mitral annulus and displacement of the papillary muscles away from the mitral valve. As these two processes develop, the closed leaflets appear “tented” or incompletely closed because they are unable to reach their normal systolic position relative to the annulus. This occurrence may reduce the leaflet area available for coaptation. The resultant jet of mitral regurgitation is detected typically by Doppler as a flow disturbance through the center of the left atrium (LA). A, Apical four-chamber view during systole displaying dilated LV and mitral annulus along with incomplete closure of the mitral valve (arrows). B, Accompanying color-flow Doppler map demonstrating a central jet of mitral regurgitation (in blue mosaic).






AunnaTtaumoHHas KMI1. MarHMTHO-pe30oHaHCHas ToMorpagus
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Выступающий
Заметки для презентации
B, Magnetic resonance images of dilated cardiomyopathy in four-chamber (left) and short-axis (right) views. This imaging technique provides an excellent in vivo assessment of cardiac structure and function. Ao—aorta; LV—left ventricle; RV—right ventricle. (Acourtesy of Frederick J. Schoen, Boston, MA; Bcourtesy of Joachim Gaa and Robert Edelman, Boston, MA.)



[MpnHUMnbl Tepanun AKMI

Cneunduryeckon sTmonaTtoreHeTn4yeckon nanonatmyeckon AKMM tepanun He
cywectyeT. ObLime NpuHUMNDLI Jle4eHns He OTNnYatoTcs oT nedeHns XCH. B
cnyyasix BTopmyHon AKMIT gononHUTenbHO NpOBOANTCS JIEYEHNE NPEALLIECTBYIOLLIErO
3aboneBaHuns, a Takxe NpeanpuHNUMalOTCS BCe Mepbl A5 YCTPaHEHNS NMPUYKMH
BO3HMKHOBeHUSA [KMI].

1. NleyeHne XCH:

- ANETA C OrpaHNYEHNEM NMOBAPEHHOM COMN U XXUAKOCTU

- PeXUM — OrpaHuYeHne TsHxenbix MPU3n4ecKnx Harpysok.

- NAMNO

- beTa-aapeHobokaTopbl (KapBeamnos, MeTanposnon, buconposnosn)
-anypetunkn (pypocemMua, BEPOLLUNNPOH)

- cepAeyHble rnmko3uabl (ANFrOKCUH).

2. JleueHne n npodunnakTnka aputMmnn (BHE3ANHOW CMEPTHN)

- KOpAApPOoH, CoTasnon.

3. MpodunakTrka TPOMO603MOOTNYECKNX OCITOXKHEHUN

- @HTUKOoarynsaHTbl (BapdapvH, naburatpaH, pmBapokcabaH)

4. [Nepecagka cepaua.

[Nocne onepaunn 1 rog xxmnByT 70 % 60nbHbIX, 3 roga — okosio 50 % 60bHbIX C
AKMI (y HeonepmpoBaHHbIX COOTBETCTBEHHO 27 % u 4 %).



BcnoMoraTtenbHoe yCTpONCTBO ANS noaaepxaHms dyHkumm JIXK
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Figure 14-19. The HeartMate XVE (Thoratec Corp., Pleasanton, CA) uses pusher plate technology with a polyurethane diaphragm to propel the blood in a pulsatile fashion. This device can only be utilized for left-sided support [28]. It has a sintered titanium housing that promotes adherence of blood elements and development of a pseudointima. Because of this innovation and the use of xenograft valves, anticoagulation can be avoided with a very low thromboembolic rate (2.7%). The HeartMate device can achieve flow rates of 10 L/min and can be operated in a fixed rate mode or an automatic mode that self regulates rate based on the available preload. The device is implanted in the right upper abdomen. Inflow to the device is provided from the left ventricular apex and the outflow from a Dacron graft anastomosed to the ascending aorta. The driveline that connects to the power source is tunneled percutaneously exiting via the left abdomen. It can be connected to two external portable batteries providing patients with free mobility to engage in a variety of indoor and outdoor activities for up to 6 to 8 hours. Overnight, the patients are linked to a power base station. The driveline also allows for manual pneumatic activation in the event of an electrical or motor failure. Unfortunately, the driveline also serves as the major site of complications in this population with an infection rate near 50%. The device is shown in Figure 14-19A with a schematic of the positioning of the device in Figure 14-19B. The Novacor system (Baxter Healthcare Corp., Deerfield, IL; not shown) is the other most commonly used left ventricular assist device (LVAD) bridge. The Novacor system does not contain a textured surface. Despite anticoagulation, the incidence of embolic cardiovascular accidents remain high with the present Novacor system.

References:
			
[28]. Rose EA,  Goldstein DJ,  Wearable long-term mechanical support for patients with end-stage heart disease: a tenable goal.  Ann Thorac Surg 1996  61 399-402
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Выступающий
Заметки для презентации
Figure 14-21. Passive cardiac restraint devices such as the CorCap (Acorn Cardiovascular, Inc., St. Paul, MN) are being investigated to prevent cardiac dilation and promote recovery. The development of this device originated from the passive benefit observed in patients undergoing cardiomyoplasty. The support device is made of a biocompatible mesh that is positioned around the epicardial surface of the heart like a sock. This specially weaved mesh is tightened to reduce the end-systolic volume of the heart by 10%. Animal and early clinical data have demonstrated slowing of the progression of heart failure and functional improvement [30]. Currently the device is placed with open chest techniques, but ultimately may be amenable to minimally invasive placement. (Courtesy of Acorn Cardiovascular, Inc.)

References:
			
[30]. Sabbah H,  Chaudhry P,  Paone G, et al.  Passive ventricular constraint with the ACORN prosthetic jacket prevents progressive left ventricular dilation and improves ejection fraction in dogs with moderate heart failure.  J Am Coll Cardiol 1999  33 207A
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Выступающий
Заметки для презентации
The standard treatment for patients with advanced heart failure is to take medication and wait for a donor heart. Unfortunately, there is a serious shortage of donor hearts. Dr. Randas Batista saw the effects of this shortage first-hand in his native country (Brazil), where many heart failure patients were dying before a heart donor could be found. He was inspired by this experience to develop the Batista procedure as an alternative to heart transplantation. He performed this new surgery for the first time in 1983 and since has performed it hundreds of times. ��Dr. Batista’s work caught the attention of physicians at the Cleveland Clinic, which sent a group to Brazil to study the technique. According to information presented by the Cleveland Clinic at the 1997 conference of the American College of Cardiology, survival rates at six-month follow-up were similar to those associated with heart transplantation, and a significant number of patients no longer needed to be on the list for a donor heart. ��However, later results were not as promising. Researchers from the Cleveland Clinic reported disappointing results with the Batista procedure in 2000 (Journal of the American College of Cardiology, December 2000). While the conditions of 25 percent of the patients improved following the surgery, conditions rapidly deteriorated in 33 percent of patients. The remaining patients experienced a temporary improvement in cardiac function followed by a return to gradually declining function. Due to these findings, results, researchers discontinued the clinical study. ��About the same time, a Batista procedure study conducted by the New England Medical Center was also concluded early due to poor results. Researchers, however, credit Dr. Batista for inspiring the investigation of other strategies to reverse or correct remodeling of the left ventricle with heart failure.��


[UMNEPTPOOUHECKAA KAPANOMUOINATUA

3aboneBaHne MMoKapaa HEM3BECTHOW 3TUOMOMNKN, XapaKTepuaytoLeecs
rmnepTpodunen CTEHOK NEBOro Xenyaouka 6e3 pacluMpeHmns ero nosocTu C
YCUTEHNEM CUCTONNYECKOMN (COKpaTUTENBbHOWN) PYHKLIMM N HAPYLLEHNEM
AMACTOINYECKON DYHKLMN.

TOYHbIX aNNAEMNONOTNYECKUX AaHHBIX O pacnpocTtpaHeHHocTn KMIT HeT. o
pa3HbIM oueHkaM, YactoTta FKMIT — 2 : 1000 HaceneHus (NpuMepHo B 2 pa3a
pexe, yem KMIN).

B Poccun T'KMIT coctaBnseT 1 % Bcex cepAeyYHO-COCYyaNCTbIX 3aboneBaHum.
My>kumHbl 601€E0T B 2 pasa Yalle, YEM XEHLMHbI.



CnMMeTpUYHas HeobcTpykTHBHaS

C obcTpyKumnen
ACMMMeETpUYHas BbIXOAHOro TpakTta JIK
(cybaopTanbHbIA CTEHO3)




[[KMTI1. Makponpenapat
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Figure 3-44. Hypertrophic cardiomyopathy. Familial hypertrophic cardiomyopathy is inherited as an autosomal-dominant trait. It causes hypertrophy of the ventricular walls in association with myofiber disarray. The genetic etiology of this condition has been linked to mutations in the cardiac ß-myosin heavy chain gene [78]. The two most important clinical manifestations of hyper trophic cardiomyopathy are heart failure and sudden death. The development of heart failure is a consequence of increased chamber stiffness and diastolic dysfunction.A, Gross appearance of hypertrophic cardiomyopathy. Although several different distributions of left ventricular hypertrophy exist, the most common is that of asymmetric septal hypertrophy. A characteristic fibrous plaque can be seen at the base of the septum in proximity to the anterior mitral leaflet, which probably results from systolic contact between the mitral valve and the septum. This interaction manifests on echocardiography as systolic anterior motion. 
Патологоанатомические данные ГКМП:
асимметричная выраженная гипертрофия миокарда ЛЖ с преимущественным утолщением МЖП. Толщина стенки ЛЖ может быть 40 мм и более. У части больных гипертрофия ЛЖ концентрическая (при ДКМП незначительная гипертрофия стенок ЛЖ, дилатация маскирует гипертрофию) 
масса миокарда достигает 1 кг и более (ДКМП 600-800 г)
уменьшение полости ЛЖ, связанное с утолщением его стенок (ДКМП резкая дилатация всех полостей)
смещение кпереди МК и папиллярных мышц с обструкцией выносящего тракта ЛЖ (ДКМП расширение кольца МК и ТК)



B ocHoBe pa3Butnsa F'KMI1 nexxaT HacneacTBEHHblE aHOManuu (ceMenHas
dopMa) Unn CrioHTaHHbIe MyTauum (cropaamyeckas opMa) reHos,
PErynupyoLmx cmHTes 6enkoB, 0TBEYaOLWMX 3a B3aMMOAENCTBUE aKTMHA U
MMUO3MHA: B-MUO3MHA TSXKENbIX Lieneun, TPornoHnHa T, a-TPONOMMO3MHA U
MMO3NH-CBA3bIBatoLLero 6enka. Cemennble F'KMI HacneaytoTca no
ayTOCOMHO-AOMWUHAHTHOMY TUMY U cocTaBnseT 50 % BCeX Cryyaes.

2
Troponin T a-Tropomyosin Troponin C Troponin | Myosin-binding
4 protein C

-Myosin
heavy chain

Ear
{=35%)

Myosin
light chain

(=15%)

Myosin
rod

b

@ Curr -':r;t Medicine



Выступающий
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Figure 3-45. The genetics of hypertrophic cardiomyopathy. Hypertrophic cardiomyopathy may be caused by mutations affecting components of the myocardial contractile apparatus, thereby impairing myosin-actin interactions responsible for the generation of force. Mutations in four genes encoding proteins of the cardiac sarcomere have been implicated as causing hypertrophic cardiomyopathy. Mutations have been found in the genes for ß-myosin heavy chain; cardiac troponin T, a-tropomyosin; and myosin-binding protein C genes. Percentages represent the estimated frequency with which a mutation on the corresponding gene causes hypertrophic cardiomyopathy. (Adapted from Spirito [78].)

References:
			
[78]. Spirito P,  Seidman CE,  McKenna WJ, et al. The management of hypertrophic cardiomyopathy.  N Engl J Med 1997  336 775
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Гистология ДКМП
(прижизненная эндомиокардиальная биопсия)
беспорядочное расположение мышечных волокон, особенно в МЖП (ДКМП регулярное расположение)
фиброз миокарда, вплоть до трансмуральных рубцов (ДКМП зоны мелкоочагового фиброза)
утолщение стенок интрамуральных коронарных артерий за счет гипертрофии их гладкомышечных клеток (ДКМП коронарные артерии не изменены)
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C, Myocardial fibrosis in hypertrophic cardiomyopathy (Masson’s trichrome). (Courtesy of Frederick J. Schoen, Boston, MA.)


[[emoanHaMuka npu ['KMIT

OCHOBY reMoAMHaMn4ecknx HapylueHnin npy F’KMI coctaBnsiet
anacrtonuyeckas amchyHkums JHK.,

Cucronunyeckas dyHKUMS HOpMaribHas Unun nosbilleHHas, OB yBennyeHa.

[MpnumnHbl CH.

1. YMeHbLUeHne cepaevHoro Bblbpoca 1M3-3a HeAOCTaTOYHOIrO HamnoJSIHEHUS
JIXK:
- PUTNMAHOCTb N CHMXKEHMe cnocobHocTn JIXK K NAaCCMBHOMY PACTSXXEHUIO B
ANACTONYy U3-3a rmnepTpodun n pmnbpo3sa.
- MOBbILWEHNE BHYTPUXXENYA0YKOBOIO AaB/ieHUs, HanonHeHue JDK B
OCHOBHOM MPOUCXOAMUT BO BPEMS aKTUBHOW CUCTOSbI Npeacepani.
- Hann4ne obcTpykunm BTITK
2. MuTpanbHaga peryprutaumsa BCNeacTBme BbICOKOro aasneHua B JDK:

neperpy3ka 06bEMoM 1 amnataums JIM — BEHO3HbIM 3aCTON B MasiOM
Kpyre.
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Основу гемодинамических нарушений при ГКМП составляет диастолическая дисфункция ЛЖ, которая имеет место при обструктивном и необструктивном вариантах заболевания. В норме большая часть крови попадает в ЛЖ пассивно в диастолу, когда ЛЖ расслаблен, а ЛП еще не начало сокращаться. При диастолической дисфункции ЛЖ большая часть крови поступает в ЛЖ во время активной систолы предсердий. В основе диастолической дисфункции лежит ригидность стенки ЛЖ, обусловленная  ее гипертрофией и фиброзом, что приводит к нарушению пассивного растяжения ЛЖ в диастолу. В результате снижается заполнение ЛЖ, что приводит к уменьшению сердечного выброса.
С другой стороны, ригидность стенки ЛЖ приводит к повышению КДД в ЛЖ, увеличению нагрузки на ЛП и венозному застою в МКК.
Нарушения гемодинамики, вызванные диастолической дисфункцией ЛЖ, в значительной степени объясняют основные клинические проявления ГКМП. Так, застой в МКК проявляется одышкой. Снижение СВ предрасполагает к обморокам, увеличение КДД в ЛЖ – у уменьшению перфузионного давления в коронарных артериях в возникновению приступов стенокардии.  
При уменьшении преднагрузки (венозного возврата) диастолическая дисфункция усугубляется. Ее вызывают прием нитратов, тахикардия любого происхождения, экстрасистолия, переход больного из горизонтального положения в вертикальное.   
Наоборот, факторы, увеличивающие перднагрузку, улучшают заполнение ЛЖ и компенсируют диастолическую дисфункцию. К ним относятся переход в горизонтальное положение и брадикардия, при которой ЛЖ лучше заполняется кровью за счет более продолжительной диастолы.
Систолическая функция ЛЖ у больных ГКМП нормальная или повышенная. Кровь из ЛЖ выбрасывается быстро, с большой скоростью. ФВ у большинства больных увеличена. Это объясняется уменьшение КДО ЛЖ и его гиперконтрактильностью.   
Наиболее ярким гемодинамическим феноменом ГКМП является динамическая обструкция выносящего тракта ЛЖ (= субаортальный стеноз). Выносящий тракт ЛЖ образован проксимальным отделом МЖП и передней створкой МК. В норме эти структуры достаточно удалены друг от друга, и изгнание крови осуществляется беспрепятственно. При ГКМП выносящий тракт ЛЖ сужен, проксимальный отдел МЖП как бы нависает над ним. В момент систолы ЛЖ создается разница величин давления выше и ниже места обструкции (градиент давления). В полости ЛЖ давление повышается, в аорте снижается. Зона низкого давления создает присасывающий эффект (эффект Вентури – ускоренный кровоток создает присасывающее действие на пер. створку МК).  В результате кровь проходит выносящий тракт ЛЖ с ускорением и передняя створки МК сближается с МЖП и «ударяет» в нее, отражая максимальную степень обструкции. Сближению пер. створки МК способствует и более переднее, чем в норме, расположение МК и папиллярных мышц. 
Одновременно с сближением створки МК и МЖП нарушается нормальное закрытие МК, что приводит к митральной регургитации. 
Таким образом, в отличие от клапанного стеноза устья аорты, обструкция выносящего тракта ЛЖ носит динамический характер. Степень обструкции изменчива и зависит от преднагрузки, постнагруки и контрактильности миокарда. Воздействия, приводящие к снижению преднагрузки (венодилатация при приеме нитратов, проба Вальсальвы), к уменьшению постнагрузки ( ОПСС и АД при приеме артериальных вазодилататоров), а такде инотропная стимуляция при физической нагрузке и терапии сердечными гликозидами приводят к усугублению обструкции выносящего тракта ЛЖ и увеличению внутрижелудочкового градиента давления. Показано, что при проведении стандартной пробы с физической нагрузкой на ВЭМ внутрижелудочковый градиент давления возрастает в 2 раза. 
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COKpALLEHUI: (¥ OMNCC n AJ npu
(pus.Harpyska, npueme
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CHMXeHVe npeaH Ba30AMNaTaTopOB)

(HMUTpaTbl, MOYer(
npoba Banbcanbs
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снижению преднагрузки (венодилатация при приеме нитратов, проба Вальсальвы), к уменьшению постнагрузки ( ОПСС и АД при приеме артериальных вазодилататоров), а такде инотропная стимуляция при физической нагрузке и терапии сердечными гликозидами приводят к усугублению обструкции выносящего тракта ЛЖ и увеличению


OCHOBHbIe KnnHun4eckne cnHapoMbl ['KMIT.

1. beccuMnTOMHas Kapanomeranmsa u aucyHkuma JIK
2. XCH

3. [onoBoKkpy>keHns1, 0OMOPOKU B BEPTUKASIBHOM MOMOXKEHUN U
pm3nyeckon Harpyske (Npn HeAOCTaTOYHOM 3anonHeHun JIXK n
NOBbILWEHWUN FPaANEHTA AaBNeHUs BO3HMKAET CHMXeHun CB u
LepebpasbHas nwemus)

4. [lpnCTynbl CTEHOKAPAUW npun (ur3ndeckon Harpyske. BosHuKaeT
HEeCOOTBETCTBME MeXay NOTPebHOCTbIO rMNepTPodUPOBaHHOIo MMOKapaa B
KMCNopoae U ero AOCTaBKOW MO KOPOHAPHbIM apTepusM, KOTOPYHO
OrpaHMYMBAET HEPACTSHKMMbIN MUOKapA. [pueM HUTpornMuepuHa He
KYnupyeT npucTyn, a, HaobopoT, NpoOBOLMPYET UX.

5. ApUTMUK (MepuaTtenbHaa apuTMmusl, NapoKCM3MaribHas Xenyao4koBas
Taxukapaus, ubpunnnauns xenyao4ukos — OCHOBHas NMpuynHa CMepTin)

6. CybaopTanbHbI CTEHO3. CUCTONMYECKMIA LWYM BbiBpOca C MaKCUMYMOM
BAOJIb JIEBOrO Kpasi rpyaAnHbl, HE NPOBOANTCS Ha COCYAbl LLEN, OYEHb
M3MEHYMBbLIV (B 3aBUCUMOCTW OT rpaaneHTa AaBneHus). Ha BepxyLuke
MOXXET BbIC/YLLUMBATbLCh LLYM MUTPanbHOW perypruTauumn, NpoBOAALLMNCS B
noaMbILLeYHY0 06/1acCTb.



CYICTOMIVYECKNY LLIYM, KOTOPBIVI HE MPOBOANTCS Wi Cillabo
NPOBOANTICS Ha COHHBIE apTepy 1 B 06J1aCTb CVHbI,
VEVNVIBAETCS NPV HaTy KBaHN, NPVIEME HUTPOINLIEPVHA
(YMeHbLIEHVE HanonHERVS cepalia v ONCEE) 1 ociiabeBaerT: npy
VBENVYEHVV HaoMHEHNS cepalia i ONCE (B NeNoXEHNN JiEXa,
NPV GXMaHNN KY/TaKoB)

My ibCALS| COHHBIX apTEPNI

VCVIIEHHBIVI TPOACIDKUTENBHBI BEPXYLUEYHBIN TOMUOK —
rneprpodns XK

PV Rnaabnauyv BEPXYLIEYHONO TO/IUKa! B NOJIOXKEHVV Ha JIEBOM
OOKY/ C 3aiEPXKKOVI AbIXaHVA Hal BEIAOXE VIHON/A OLUYIIGENCA
[IBOVIHOVI HOABEM — ONPAXKEHNE YCMIEHHONO COKPaLlIEHNS
NPEAcEPAV Py YMEHBLIERNY HoAaTVBOCT JIDK

Oc/IabeHne ToHOB cepalla, IV TeH



OGO HEERVHN IV

BHESAIHAHICGMEDI BN OGP A0 PY RN
BBIHOCAIET.ON PaRIaMNN P MIYECKVNITORY
A PYITERABIM NI POBOANMOEIMICER I
VR APRISMNORaPRANROPOHAPOLERH BN
HEROPOHAPOLERRBIV))

CEPHEYH A EHUG A OUHOGTE
EVACTORNUECKAH)

OMBONINUECKUMMBGYIIB I PYRDOVO PN IAN
[IpERCEPH

MIHERIINOHHBIISHAOKAPANY,



narHoctuka I KM

9Kl — Npu3HaKK rmnepTpodun n apuTMmnn

9xoKI' He MHBA3MBHO W Hanbonee nHpopmaTMBHO. [Mo3BonseT
BbISIBUTb CUMMETPUYHYIO N aCCUMETPUUHYIO TMNEPTPOPUIO
Mnokapaa JIK, o6cTpykumio BbIxoAHOro TpakTta JIXK, Hannume
HeJOCTaTOYHOCTWN NpeacepAHO->KeNya04YKOBbIX KnarnaHoB U
OLIEHUTb CUCTO/INYECKYIO N ANACTONMNYECKYIO yHKUmio JDK.
MPT — no3BonsieT ¢ 60NbLON TOYHOCTbIO MOYYUTb MHPOPMALMIO
06 aHaToMMK cepaua.

KaTteTepuzaums cepaua 06bIYHO BbIMOAHAIOT AN U3MEpPEHUS
AaB/IEHMA B NOJSIOCTAX Cepaua U rpagueHTa AaBlieHUs.
Mpuxn3HeHHas buoncus MMoOKapaa 4151 UCKITOYEHUS
cneundunyecknx 3abonesBaHuni.



rmneptpodurueckas KMI. PeHTreHorpachus rpyaHon KIeTKM.
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Figure 7-19. B, Congestive heart failure with left ventricular hypertrophy. This radiograph demonstrates mild pulmonary congestion with a high-normal cardiothoracic ratio of 0.53. These radiographic findings are typical of patients with hypertensive heart disease or hypertrophic cardiomyopathy resulting in diastolic dysfunction in the presence of a normal ejection fraction.
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Выступающий
Заметки для презентации
На ЭКГ обнаруживают нарушения ритма и проводимости. Возможны также признаки гипертрофии левого желудочка и неспецифические или ишемические изменения сегмента ST и зубца Т. 



[vnepTpoduryeckas KMI1. Dxokapanorpadus.
CnMmmeTpuyHas runeptpodus JDK.



Выступающий
Заметки для презентации
Figure 3-46. Acquired hypertrophic cardiomyopathy of the elderly. Hypertrophic cardiomyopathy of the elderly is a form of heart muscle disease that manifests in mid to late adulthood, and is characterized by concentric remodeling (defined as increased chamber wall thickness combined with reduced chamber size), hypercontractility, and diastolic dysfunction [79]. This form of cardiomyopathy is often associated with hypertension, but with variable penetrance, and carries substantial morbidity and increased mortality in elderly individuals. Recent animal models (combined deletion of both endothelial and neuronal nitric oxide synthase [80]) suggest that a genetic component may contribute to the pathogenesis of this disorder. Depicted are substernal echocardiographic views of a patient with acquired hypertrophic cardiomyopathy in diastole (A) and systole (B). As shown, there is massive concentric hypertrophy and cavity obliteration in systole.

References:
			
[79]. Topol EJ,  Traill TA,  Fortuin NJ,  Hypertensive hypertrophic cardiomyopathy of the elderly.  N Engl J Med 1985  312 277-283
[80]. Barouch LA,  Cappola TP,  Harrison RW, et al. Combined loss of neuronal and endothelial nitric oxide synthase cause premature mortality and age-related hypertrophic cardiac remodeling in mice.  J Mol Cell Cardiol 2003  35 637-644
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Figure 3-46. Acquired hypertrophic cardiomyopathy of the elderly. Hypertrophic cardiomyopathy of the elderly is a form of heart muscle disease that manifests in mid to late adulthood, and is characterized by concentric remodeling (defined as increased chamber wall thickness combined with reduced chamber size), hypercontractility, and diastolic dysfunction [79]. This form of cardiomyopathy is often associated with hypertension, but with variable penetrance, and carries substantial morbidity and increased mortality in elderly individuals. Recent animal models (combined deletion of both endothelial and neuronal nitric oxide synthase [80]) suggest that a genetic component may contribute to the pathogenesis of this disorder. Depicted are substernal echocardiographic views of a patient with acquired hypertrophic cardiomyopathy in diastole (A) and systole (B). As shown, there is massive concentric hypertrophy and cavity obliteration in systole.
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[80]. Barouch LA,  Cappola TP,  Harrison RW, et al. Combined loss of neuronal and endothelial nitric oxide synthase cause premature mortality and age-related hypertrophic cardiac remodeling in mice.  J Mol Cell Cardiol 2003  35 637-644





[MTpnHUMnbl Tepanum 'KMI

HanpaBneHbl Ha AOCTUXEHNE CUMMMTOMATUYECKOrO Yy4lleHnsl, NpodunakTuky
BHE3AMNHOW CMEPTU, apUTMUN, MHDEKLIMOHHOIO 3HAOKapAMTa, SMBONNYECKMX
OCJIOXXHEHWN, perpecc runeptpodumn JIXK.

Xupypruyeckue
YUpe3skoxkHas ankorosibHasa abnaumsa MXIT
TpaHcaopTanbHasa cenTajibHasgd MUOTOMUSA — pe3eKuus ydacTka MXKIT

[lpoTe3npoBaHne MUTPasIbHOro KfarnaHa — yCTpaHsIeET NepeaHECUCTONTMYECKOE
ABUXeHWE nepeaHen ctBopk MK 1 MUTparnbHYO perypruTaLuio

dapMaKoIorMyeckme — CHMXEHUE COKPaTUTENBHON (PyHKLMM MUOKapaa —
YMeHbLLEHNE 0OCTPYKLIMM BbIHOCALLErO TPaKTa —> Y/y4LIEHWE AMNACTONIMYECKOM

dyHKumMn JIK

beTta-aapeHobnokaTopsl

AHTaAroHMUCTbI KanbUMa - Bepanamui uin aAuntmasem

AHTMapuTMmnyeckne npenapaTtbl — KOpAapoH 1 ansonmpamug (pUTMUIEH)
ANypeTuKkn — OCTOPOXKHO B MasiblX A03ax (CHMXAKT rnpeaHarpysy)

MAMN® — 3cpdekT He aokasaH (npu + ALl MOryT NOBbIWATL FPAANEHT AaBEHNs)
[IpOTMBONOKAa3aHbl: CepAeyHble MMKO3uabl, HUTPATbl, @aHTAaroHUCTbl KanbLus
amrnaponmpuanHosoro psaa (Hudpeaunumn).



TpaHcaopTanbHasa cenTasibHasi MUOTOMMUS



http://hcmny.org/hcmprog/Fig5_13282.620.htm




PecTtpuktnBHaa KMIT

PecTpnkTnBHas kapamomuonaTtms (OT NAaTUHCKOro cnosa restrictio —
«OrpaHu4yeHue») - 3aboseBaHne, XxapakTepusytoLleecs
Bblpa>XEHHbIM CHUXXEHWEM PacTSXXMMOCTU MUOKapAa,
YMEHbLLUEHHbIM ANACTOIMYEeCKMM 06BEMOM OAHOro nnmM obomx
XXEenyaouKoB C HOPManbHOW CUCTONNYECKON DYHKLIMEN U
TOJLLUNHOWN CTEHOK.

PKMI1 npuBoAnT K HEAOCTAaTOYHOMY KpOBEHarnoJIHEHUIO cepAaLla
(anactonnyeckon AMcyHKUMN) C NOCNeayoWnM pas3BUTUEM
XPOHMYECKOW CcepAeYHOM HEAOCTAaTOYHOCTU. PecTpukTnBHas
KapaMoMmnonaTns — HauMeHee pacnpoCcTpaHeHa n3 Bcex
KapanoMmonaTum.
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[lepBnyHaa PKMI1

2. BtopunyHaa PKMI1 — npn ammnongose, reMoxpoMaTose,
capkouao3e, aHAoKapAnanbHOM hnbpo3e, drnbpoanacrose
SHAOKapAa.
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2. Mpy nopa>xeHUu NeBoro xenyagouka:

3. Npu nopaxeHnn o60MX KenyaoUuKoB:

4. BbinoT B nepukapa

5. Tshxenbie HapyweHus putMma (MepuaHusa npeacepavm,
3KTONMUYEeCKue apuTMmnn)

6. TpoMb603Mb0OsIMUECKNNA CUHOPOM
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Выступающий
Заметки для презентации
Figure 3-40. Myocardial iron deposition from hemochromatosis. Hemochromatosis is an inherited HLA-linked disorder of iron metabolism that results in iron deposition within parenchymal cells of the heart, liver, pancreas, synovium, and various endocrine glands, including the thyroid, parathyroid, and anterior pituitary. Infiltration of the heart produces a classic dilated cardiomyopathy. Early diagnosis is essential, as periodic venesection can prevent or reduce iron deposition. Iron depletion from the heart may not reverse cardiac dysfunction after a certain threshold of myocyte damage has been reached [75]. Iron loading from repeated blood transfusions can also produce iron deposition in parenchymal disease; patients with anemias associated with erythroid marrow hyperplasia and ineffective erythropoiesis are predisposed to iron deposition with transfusion.A, The heart of a patient with hemochromatosis, demonstrating four-chamber hypertrophy and dilatation (heart weight, 500 g). The patient had received left and right ventricular assist devices for advanced heart failure. Shown is the left ventricular apical insertion site of a left ventricular assist device.B, Microscopic section of myocardium from a patient with hemochromatosis, stained for iron with Prussian blue. The extensive hemosiderin deposits within the myocytes stain blue. (Acourtesy of Richard Mitchell, Boston, MA; Bcourtesy of Ralph Hruben, Baltimore, MD.)

References:
			
[75]. Westra WH,  Hruban RH,  Baughman KL, et al. Progressive hemo-chromatotic cardiomyopathy despite reversal of iron deposition after liver transplantation.  Am J Clin Pathol 1993  99 39-44
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Figure 3-40. Myocardial iron deposition from hemochromatosis. Hemochromatosis is an inherited HLA-linked disorder of iron metabolism that results in iron deposition within parenchymal cells of the heart, liver, pancreas, synovium, and various endocrine glands, including the thyroid, parathyroid, and anterior pituitary. Infiltration of the heart produces a classic dilated cardiomyopathy. Early diagnosis is essential, as periodic venesection can prevent or reduce iron deposition. Iron depletion from the heart may not reverse cardiac dysfunction after a certain threshold of myocyte damage has been reached [75]. Iron loading from repeated blood transfusions can also produce iron deposition in parenchymal disease; patients with anemias associated with erythroid marrow hyperplasia and ineffective erythropoiesis are predisposed to iron deposition with transfusion.A, The heart of a patient with hemochromatosis, demonstrating four-chamber hypertrophy and dilatation (heart weight, 500 g). The patient had received left and right ventricular assist devices for advanced heart failure. Shown is the left ventricular apical insertion site of a left ventricular assist device.B, Microscopic section of myocardium from a patient with hemochromatosis, stained for iron with Prussian blue. The extensive hemosiderin deposits within the myocytes stain blue. (Acourtesy of Richard Mitchell, Boston, MA; Bcourtesy of Ralph Hruben, Baltimore, MD.)
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Выступающий
Заметки для презентации
Figure 3-42. Cardiac amyloidosis. Amyloidosis is a condition in which tissue atrophy and necrosis result from deposition of insoluble protein fibrils. Although different proteins have the potential to deposit as amyloid, their common feature is the ability to form a specific molecular configuration, that of the ß sheet. Cardiac amyloidosis may develop from the deposition of 1) proteins of immunologic origin, usually variable (? or ?) immunoglobulin light chains, also known as Bence-Jones proteins (associated with multiple myeloma and primary amyloidosis); 2) abnormal transthyretin protein (familial amyloidosis); or 3) pre-albumin (senile cardiac amyloidosis). Amyloid deposition may result in either dilated, restrictive, or hypertrophic-like cardiomyopathy. Survival of patients with familial amyloidosis is significantly better than that of patients with light chain amyloidosis, which warrants distinguishing these two etiologies by identifying the abnormal protein with immunohistochemistry or electrophoresis in the heart, bone marrow, serum, or urine [77]. Digitalis, calcium channel blockers, and ß-blocking drugs are contraindicated in amyloidosis. A, Histologic section from myocardium of a patient with senile amyloidosis, revealing scattered viable myocytes surrounded by a pale, hazy material, which represents the amyloid deposition (hematoxylin and eosin). B, Amyloid can be histologically identified by a characteristic green birefringence when viewed under polarized light (Sirius red).

References:
			
[77]. Dubrey SW,  Cha K,  Skinner et al. Familial and primary (AL) cardiac amyloidosis: echocardiographically similar diseases with distinctly different clinical outcomes.  Heart 1997  78 74-82


[AnarHoctuka PKMIT

9xoKI' He MHBA3MBHO U Hanbonee nHpopmaTMBHO. [Mo3BonseT
BbISIBUTb YTOJILLIEHME SHAOKAPAA, Hanu4ne HeaoCTaToOvHOCTH
npeacepaHo-XXenyao4vKoBbIX KlanaHoB U OLIEHUTb
AnacTonmyeckyto @yHkumio JHK.

MPT — no3BonsieT ¢ 60NbLLION TOYHOCTbIO MOYYUTb MHPOPMALIMIO
06 aHaToMuM cepAua, BbIIBUTb MATONOrM4Yeckne BKIKYEHUS B
MWOKapA U U3MEPUTb TOMLLMHY SHAOKapAa. Katetepusaums cepaua
0ObIYHO BbINOSHAOT A1 U3MEPEHUs AaBNeHNs B MOJIOCTSX cepaua
N BbISIBJIEHUS] XapaKTepHbIX A1s AaHHOro 3abonesaHus
N3MEHEHWMN.

Mpwxn3HeHHas 6uoncna MMoKapaa W aHAoKapaa 06bIYHO
BbIMOJIHAETCS O4HOBPEMEHHO C 30HAMPOBAHMEM cepAaua.



AMnnonpos. IxoKr.

Bblpa)keHHas KOHUEHTpuYeckas runeptpoduns obomnx xenyaoyKkos.

AvnaTtaunsa oboux npeacepanin. Auactonmnyeckas ancyHkums JHK
pecTpukTuBHoro tmna (E/A>2). TeHAEHUUS K CHUXEHUIO r106abHON
cokpatumoctu JDK. YMepeHHaa HegoctaTouHOCTb MK 1 TK. YMepeHHasa nerovHas
rmnepTeH3ns. HebonbLuon neBo-npaBbii COPOC Ha YPOBHE OBa/IbHOIO OKHa.



Amunongo3s. JKI.




KOPTVKOCTEPOMABI Bl PAHHVX CTaansax

\/CTPaHEHVE CYMIITOMOB 3aCTOVHON CEPAEYHOM
HEAOCTAaTOYHOCT (OCTOPOXXHO ANYPETVKIAL)

aHTVarPEraHTbI, MO HOKa3aHNAM — aHTMKeARYISHTbI
PESEKLVA SHAOKApAA C NPOTE3VPOBAHNEM KianaHoB

TPaHCHIaHTalLNS CEPALLA



MuokapanTel




ONPEAENERVIE

B.H.KoBanenko, 2004

MVIOKARPAVINF — neparkeHne MbILLLE]
CeEp/ilia BOCHaINTENBHOIO Xapakiepa,
OBV CNOBIEHHOE HEMNOCPEACTBEHHBIM! NV
OMOCPEAOBAHHBIM UEPES VMMYHHBIE
MEXaHV3Mbl BOSAEVICTBYIEM:

= VHMEKLUMM, B T.4Y. BMPYCOB, MapasytapHov il IpOT030/HOM
VNHBasn
= XVIMUNYECKMX W VBNHUECKMX (DaKTOPOB

= BOBHVIKAIOLIVX NPV a/lJIEPTNYECKIX, ayTOMMMYHHBIX
3a00/IEBaHMSX W TPAHCIaHTaLMM cepalla



MwnokapauT — 3TO NopakeHune cepaua
BOCManuTenbHOW NpUpoabl,

NPy KOTOPOM B MPOLECC BOBIIEKAETCH
KapaMnomMmnoLuuTbl, NpoBoasillaga cuctema
cepgua, coeguHUTenbHaa TkaHb, cocydbl U
HepeaOKko nepukapa.



PacnpoCcTpaHeHHOCTb

TouyHoe onpeaeneHune 3aTpyaHEHO HEMOCTOSHCTBOM K/TMHUYECKOW
CUMMTOMATMKN N HEMPEACKA3YEMOCTbIO Pe3yNbTaToB SHAOMUOKapANaibHOM
bunoncum.

B CLLUA - ot 1 ao 10 yen. Ha 100 000 HaceneHwus.
1,06% Ha 12 747 aytoncun.

[10 KNIMHNMYECKNM NpM3HaKaM MOXHO Npeanofsiaratb HaMyYMe MUokKapauTa y
1- 5% nepeHecLlnx BUPYCHYIO MHMEKLNIO.

B AnoHnu - 0,11% Ha 377 841 ayTtoncuio, BbINOMHEHHYIO 3a 20 net

B ®uHnangum - cpean 700 000 HoBob6paHLEB MMOKaApAUT Obis
BbisiB/IeH y 98 uenosek.

B Poccum nepBunyHas 3ab6oneBaeMoCcTb MMOKapaAUTOM B Boopy>keHHbIX Cunax
¢ 1999 no 2000 rr. coctasuna 0,2 - 0,47%.



OCHOBHbIE NPUYNHBbI MNOKapANTOB

1% ~ 50%06. BupycHas aTuosniorusa npeanosiaraerca M B
3TUX C/lydasaX, HO He NoATBepPXXAaeTca CaMbiMU COBPEMEHHbIMU METOAAaMMU.

s . BupycHasa aTunosnorus - oCHoBHasa npuuvHa M-T1a B CLLIA
n EBpone, npu 3TOM Ha aonto Bupyca Kokcakm B npuxoautca okono 50%.

&, (303nHOUNbHDbIN). JIeKkapCcTBa - NEHULWJIUH,
aMNMUUWJIMH, rMapoxsaopTuasua, MmeTtungona, cysbgaHmnnamMmuabl.

4. : @) IeKapCTBa - JINTUU, AOKCUPYOULIMH, KOKAWH,
KaTexoJlaMuHbl, KapbaMa3senuH u Ap.; 6) TOKCUHbI OKpY)XaroLlen cpeabl -
yrnesopopoabl,

yrapHbii ras, MbilibsiK, cBuHel, ¢poccdop, pTyTb, KO6anbT.

5. Bchneacreue : JIy4eBOM Tepanum,
nepeoxsaxKaeHus, TenJ1I0Boro yaapa.

6. : capkoupos, A3CT(CKB, CCA, PA,
rpaHynemMmarto3 BereHepa, 6one3Hnb KaBacakun), 6onesnb KpoHa, HAK,
TUPEOTOKCUKO3.

Vi
8. Npu peakyumn



STUNONOrMs MMOKapOUTOB

B 50% cnyyaeB
IATnonorma «uauonarmyeckas»






NATOFEHES

P9I BII OB R CIARCER T C IOV MBI

HeFIOCDED,CTBEHHOE TOKCNYHECKOE ﬂEﬁCTBME BO36YLI,MT€J'IFI
KOTOprﬁ MOXXEI JIOKAJINSOBATBECHA Kak BHY T PU
KaPAVNOMUNOLUWTBI (BMpYCbI, PUKKETCUN, TpMFIaHOCOMbI),
TadK 1B UHTEPRCINUNI (marereHHbIe bakiepyn)

BRVFHVE TOKCVHOB, BbIAENSEMbIX BOZOYANTENEM
HENOCPEACTBEHHO B CEPALIE WiV AOCTMFAOLLX ENO

HEMaTOIEHHBIM NYITEM (AndrepninHbii MUOKapAWT;, CTPENTOKOKKOBas Vil
CTa(NIOKOKKOBas MHMEKLNS, IPOTEKAOLIAS C MHMEKLUNOHHO-TOKCUYECKMM LLIOKOM)

[epaXkeHnE SHAOTENNS MEIKNX BEHEYHBIX apTepr/i C
PASBUTEM KOPOHAPUWNITA (pyKKeTCMO3bI)

IMMYHHBIE 1 ayTOVMMMYHHBIE PEAKLIMM
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INATORERES

OCHOBHBIE MexaraMbIIMYVIOKALAVIIA

BocnanutenbHbIW KNETOYHbLIN MHAPUIBTPAT, OTEK CTPOMbI, HEKPO3bI U
anctpodumn, passutme PubposHOU TKaHW.

CHmXeHne cokpatuMoCcTu MMokapaa, cmctonndeckon dpyHkumnm JHXK,
HepeadKo C pas3BUTUEM 3HAYUTENbLHOU Aunarauum Kamep cepaua.

[OuacTtonundeckas gucpyHkumnsa JIXK, BosHuKatowas B pesynbsrare
NOBbILLEHHOW PUrNMOHOCTU CEPLAEYHON MbILLULbI U YTHETEHUSA npouecca
aKTUBHOro paccrabneHus.

3acTon B BeHax Masroro nnu (pexe) 6onbLoro Kpyra
KpoBOOOpaLLeHUS.

dopmmpoBaHme ANEKTPUYECKON HETOMOIEHHOCTUN N HECTAbUNBLHOCTU
MUOKapa >Xenyago4ykoB, CYLLECTBEHHO MOBbILLIAKLLNMX PUCK
BO3HUKHOBEHUS XeNyao4yKOBbIX apUTMUMN.

OuaroBoe noBpexaeHne rnpoBoAsiLLIEN CUCTEMBbI cepaua ¢ pasBUTUEM
BHYTPWXKENYOOYKOBbLIX N aTPUOBEHTPUKYNAPHLIX Onokag,.



NATOIEHES

OCHOBHBIE MexaraMblIMVIOKALAVIIA

. llepcucreHuns BUpyca B MMOKapAe accoummpyercs c 6onee
TSYKENbIM TeYEeHNEM 3ab0JieBaHNs

PasBuUTMe MUKPOAHEBPU3M — MPUUMHA XKeJTyAOUKOBbIX apUTMUM

HapyilieHve pyHKUNN saHAoTEeINs

BocnanutenbHas MHPUAbTPaUns KapaAMOMUOLNTOB,
MHTEepcTMUManbHbin pubpos, a 3aTem pubpos

. OnocpeaoBaHHOE BJIVSSHME TOKCMHOB Ha CEPAEYHYIO MbILLILY
(AndTepns, pUKKeTCcnN, CTaPUNIIOKOKKHN, CTPENTOKOKKA U AP-)

[IpaMoe TOKCHMUYEeCKOe AeCTBME Ha cepale MEANKaMEHTOB, YKYCOB
HAacCeKOMbIX M Ap., KaK NposiBJIEHNE peaKkuuu
FUHepYyBCTBUTEIbHOCTH

. CucreMHble ayTOMMMYHHbIE 1 MMMYHOKOMITJIEKCHbIE peaKuumn
(cucteMHble 3a60s1eBaHNs COeANHUTENTbHOWN TKaHW U Ap.)

[IipssMoe LIMTOTOKCUYECKOE AeVCTBME BUPYCOB U UMMYHHO-
MHAYLMPOBaHHbIE MEXaHN3MbI

MuyokapananbHOe noBpexaeHne MMMYHOKOMMETEHTHbIMM
KneTkamMu (nMMdounTbl, parountbl, EK)



KIACCHOVIKALENA

I. OCTpLI

= C YCTaHOBIEHHOM STMooneEN (MHWMEKLINOHHBIE, BakTEpVanbHbIE, MaPasyTapHbIE,
APy APYIVX 60/1E3HSX)

= HEYTOYHEHHbIV

Il XpoHYeckm HEYTOUYHEHHbIV
I Mokapanomnbpoes
I\/. PacnpoctpaHeEHHOCTH

= VB0/IMPOBaHHBLIV (OYareBbI)
s apyrov (anddy3HbI)

\/. TeyeHve: JIEFKOE, CPEAHEN TSHKECTM, TSHKENoe
V1. KinnHnyeckme BAPWUAHTBIE apymmnm, kapavanmvs v .0,

VII. CepaeyHad HEAOCTATOYHOCTL (0-1ii crans)



Knaccudumkauma mmokapautoB
(Manees H.P, l'ypesnd M.A.lNanees ®.H. , 2002r)

MaToreHeTnyeckan pasa: * WHdeKUNoHHO-TOKCHYeckas
e AyTOMMMYyHHasd

o [ucrtpodmyeckas

* MwuokapanocknepoTtmnyeckad

PacnpocTtpaHeHHOCTb: e Quarosad

o OunddpysHas

KnnHnyeckne BapmaHTbl » [lceBookopoHapHbIn

o [lekoMneHCUpPOBaHHbIN
* [lceBooknanaHHbIN

o  ApuUTMn4eCKUn

e Tpomboambonunyeckum
e CwMeluaHHbIN

e ManoCMMnNTOMHbIN

BapuaHTbl Te4eHus o  OcCTpbIft MMOKaPAUT NErkoro Te4eHus
MUokKapAuUTa o OcCTpbIt MMOKaPOUT TAXKESTOro TEYEHUS
* MwuokapauT peLeauBmpyoLLnii

o  XpOHWYECKUN MUoKapauT




KIVIRVIKA

OGHOBHBIEIKEIIODE,

[IpYBHaKY, BOGIIANIERNS:, KapANE)IBHBIENIPYIBHERV:
[oBLILLEHVIE TEMHEPATYPbI Tea BOB/IEYEHVE B MATOMOIMYUECKNN
n Ty NPOLIECC. M/OKapAad

PUSFIElY) OOLEY S TOICIIELIY 60V B 06/1aCTV CEpALIal (Pa3HO06EPasHON0

m  C/1abocTb XapaKTepa, VHTEHCMBHOCTY, AIVNTENBHOCTI U

JIOKaV3almmn)
m  dAnHaMud
®  TaxVKkapays, HE COOTBETCTBYOLIAS

RN CAVICIVZ CTEMEHV JINXOPaaKy

= [NOTJ/INBOCTb " HapylleHye pyima

m aApTpPannmg = OfpbllliKa, KaK nposBieHne CH

s MUanmms = BECCYMIITOMHOE TEYEHVIE,

3aBYaVPOBAHHOE NEPBNYHBIM
VHMEKUVMOHHBIM POLIECCOM



Y OOnbHbIX C BUPYCHOU UHEKUMEWN, KaK MnpaBuUIlo,
COXpPaHAKTCA Hecneuudunyeckue Xxanobbl, CBA3aHHbIE
C NopaxeHnem MHOrMx opraHoB Y CUCTEM:

LIHC n BeretatnBHon HepBHOM cUCTEMBI (Cr1IaboCTb,
ronoBHas 00sb, NOBbLILLIEHHAS YTOMIIAEMOCTb,

BblpaXeHHaAd NOTIIMBOCTb U Ll,p.);

OpraHoB AbIXaHus (HAaCMOPK, Kallenb, cne3oTevyeHune,
OCUMIIOCTb rosioca, 6onu B ropne NnpuUrnoTaHum 1 ap.);

MbILIL N CyCTaBOB (apranrvwl, MI/IaJ'II'I/II/I);

XKENyao4YHO-KNLLEYHOro TpakTa (aHopeKkcusi, Anapes,
TOLWHOTAa, 60nn B XXnBOTE U T.4.).



Jlnxopapka — 4acTbil, HO HEe 0DA3aTeNbHbIN NMPU3HaK
MunokapauTta. B ocTpbIx criyd4aax oHa MOXET ObITb 00ycroBneHa
KaK MH(PEKUMOHHBIM 3aboreBaHMEM, Tak U UMMYHHbIM
BOCNaneHuneMm, nokanmn3oBaHHbIM

B cepae4yHon mbiliue. [pyu XpoHNMYECKOM UK 3aTSHXKHOM TEYEHUU
MUOKapauTa, Korga Npu3Hakuy Bbi3BaBLUETO €ro MHEKLIMOHHOIO
3aboneBaHus yXXe OTCYTCTBYIOT, MOBbILLEHNE TEMMNepaTypbl Tena

(0BbIYHO 00 cyDdebpunbHbIX LMAP), Kak NpaBuo, ykasbiBaeT
Ha aKTUBHbIWN NPOLLECC MMMYHHOIO BOCNarieHNsa B cepaue,
OCODEHHO, eCnv NMXopaaka coYeTaeTcs ¢ ycyrybneHvem
KapgunanbHOW cMMnTOMaTUKN 1 oTpuuatensHon anHamukon KT,
Cnenyet Bce e NOMHUTb, YTO MOBbILLEHNE TEMMEPATYPLI Tena y
BOSIbHOro C XPOHUYECKUM MUOKaApPAUTOM UMEET OTHOCUTENBbHOE
OarHocTn4eckoe 3Ha4YeHne, NocKomnbKy OTCYTCTBME NINXOPaaKu
eLe He NCKIYaeT akTUBHOIO BOCNanNMUTENbHOIoO npolecca

B cCepAevYHON MbILLLE.



Bonu B obnactu cepaua — ogHa U3 Hanbonee 4YacTtbix
KapananbHbIX )Xanob 60nbHbIX MUOKapAUTOM.

bonu nokannaytTca B 06nactn BEpPXYLUKM cepaua v cneea
OT FPYAUHbI, HOCAT AaBALUN, HOKOLMN, KON
xapakTtep. B otnunumne ot cteHokapaun npmn MBC, 6onu npwu
MUoKapauTe NPOAOSIKUTENbHbIE, MOYTUN NOCTOAHHbIE, HE
CBA3aHbl C PU3NYECKOUN Harpy3Kom 1 He KynupyrTc4d
HUTPOrNUUEPUHOM.



OabilKa npy onsnyecKkon Harpy3kKke V B NOKOE
ABJIAETCS

[NEPBbLIM CY6'b€KTl/IBHbIM NPVSHAKOM

PASBVBaIOLLEVICS JIEBOXKENY/A0UKOBOV HEAOCTATOUHOCT.
ObILLIKA MOXKET YCUNVBaTbCS B FOPUSOHTAIbBHOM

[HOJIOXKEHN BOJIBHONO (OPTOMNHO3) 32 CUET YBEANYEHS
BEHO3HOLO MPUTOKA KPOBW K IPaBbiM OT/AE/aM
cepaua.



lpyctynbl yAylbS BO3HVKAON CPaBHUTENBHO PEAKO,
JINIE NPV SHaYNTENBHOM 3aCTOE KPOBW B JIERKIX

I TSHKENOM TEYEHNY MVOKapanTa (HanpyuMep, B Ciydasax
MFAHTOKIETOYHORO MoKapanTa). lpy BHE3aNHOM
BOSHVKHOBEHMW VYIS, CONPOBOX/AAOUIEROCT 60/19MN B
IPYAHON KIETKE, AVanHO3 CAEAYET ANMMEPEHLVPOBATb C
TPOMBOSMO0VEN SiIEroUHOV apTepyn (T2J1A).

CepauebneHns (Taxmkapavs) BECbMa XapakiepHbl Ais
MVOKapANTA M CBS3aHbl, [J1aBHbIM 06PasoM, C aKTBaLEN
CAC, pasBMBaOLIENCS Ha (MOHE YMEHBLIEHWS V/AaPHOLO
BbIOpPOCa.



[lepebon B paboTe cepaua 06yCieB/IEHE! PasHEOOPasHEIMY
HapyLUEHEIMY pyuTMa (HamxenyaoukeBas Vi Kenya0YKoBad
SKCTPACUCTIONNS, aPOKCH3MbI (VNBPMANSLIAN NPEACEPANN,
HaMKeEyA0UKOBOVI VI XKENY/A0YUKOBOV Taxkapany, AB-65okaibl IT
CTeneHy v ap.). [Hepebon MonRyT NeSBISTHECS B OKOE I
VCIVBaTBCS Py MVBNUECKOV Harpy3Ke.

OTekn Ha Horax, 6onv B MpaBoM noapebepbe V1 Apyivie
NPOSBIIEHNS PaBOXXENY/A0YKOBOM HEAGCTATOHYHOCT
CPaBHUTENBHO PEAKO! BEIABIAIONCH Y 60/IEHBIX OCTPEIM
MVOKapPANTOM. OHV 60JIbLIE XapaKTEPHbI A PELVAVB/PYIOLIESO
VI XPOHNYECKONO TeYeHNs 3ab0sieBaHs, KOLAa NPVU3HakKy
3ACT05 KPOBY B BEHaX OOJIBLIOLG KPYia

KPOBOOOPALLEHNS BOBHVKAIOT HOC/HE OTHOCHTENBEHO
ASIVTENBEHORO

NEpPVOo/a MPOrPECCUPYIOLLIEN IEFOYHON FNHEPTEH3NN U
COMPOBOXAAIOTCA Avnatauyen XK.



Py ManoCMATOMHBIX MVOKapAVTaX Kaknx-inbo
CYLLIECTBEHHBIX MBMEHEHNI HPaHNL, CEPALIA BEIABUTH HE

VAGETCS. Y. 60NBHBIX C YMEPEHHOM CTENEHBIO) TSHKECTY 1
TSHKENbIM MVOKaPAUTOM! BbISBAISIETCS CMELLIEHNE
BEPXYLIEYHORO TOMUKa 1 JIEBOV FPAHNLIEI OTHOCUTENBHON
TYHOCTV CepAlial BAEBO. BEpxyLleUYHbIV ToMYoK

NHORAQ OC/IabsIeH.

ELIE peXxe MOXXHO HabJiroAaTh CMELLIEHNE BEPXHEN
FPaHNLB! CEP/ILIA M ICYESHOBEHVE “Ta/iM™ CEP/LIa,

Y10 YKasbIBaeT Ha Avamnalyior il BipaBo ipaHvlb!

CEp/ilia CMELIRIOTCS NPV TSHKENOV BMBEHTPUKYASPHOM
HEAOCTATOYHOCTM.



UameHeHue | u Il TOHOB. B nerkmnx cny4dasix 3abonesaHnst 00ObIYHO
onpegenseTcs He3aHaynTenbHoe ocrnabneHue | u [l ToHoB cepaua. B Tsxenbix
clyyaax MmokapamTa OTMeYaeTCs Bblpa)XXeHHasi rmyxocTb TOHOB. IHOrAa ToHbI
BOBCE He BbICNyLUMBaoTcAa. Hepeako obHapyXuBaloT Takke pacliensieHme |
TOHa, CTENEHb KOTOPOro YaCTO KOPPESMPYET C BbipaXXEHHOCTbIO
NaToONoOrM4yeckoro npoLecca B cepae4yHou

MbiLLLE.

lNMpoTtoanacTonn4yeckun puUTM ranona siBnseTcs HepeaKkon Haxoakown B
TSKENbIX Cny4vasix 3aboneBaHns, CBUAETENLCTBYHA O CHUXXEHUM COKPaTUTESNbHOM
cnocobHocTn Mnokapaa JIXK v BelpaxeHHOM CUCTONUYECKON ANCAdyYHKLNUN
MWOKapaa, Bbl3aBaHHOM BOCNanUTENbHbIM OTEKOM CepaeyYHOU MblLlLbl. B
HEKOTOPbIX CIlydasax, CONpPoOBOXAALWMXCS 3HAYNUTENBbHBbIM NageHNEM
COKPaTMMOCTU N Taxmkapamnemn, MOXeET BbICIyLUMBATbCA CyMMaLUMOHHbLIW ranon.

HapyweHua putma cepaua npu mmokapamtax BCTpedaroTcs JOBOSIbHO YacTo.
Ualle Bcero peyb naeTt o CMHYCOBOW apuUTMUN, CYNpPaBEHTPUKYNSAPHON K
Xeryao4vykoBOM 9KCTPACUCTONUN, Taxmkapaun, bpagmkapgoum n opyrnx
HapyLeHNsx putma.



Cucronunyeckumn wym npuv MmmokapamTtax vatle obycriosrneH
nopaxeHnem NanunnisapHbIX MbILLL, UK 3HAYUTENBHBIM paclUUPEHNEM
dmnbpo3HOro KonbLa MUTpanbHOro KnamnaHa ¢ pasButnem
OTHOCUTESIbHON MUTPaSibHOM HEQOCTATOYHOCTU. 3HaYUTENbHAA
avnartauunsa X npun ero neperpyske crnocodbcTByeT BO3HUKHOBEHUIO
OTHOCUTENbLHOro cTeHo3a J1A ¢ NosABIEHMEM CUCTONMNYECKOrO LWyMa BO
[l mexxpebepbe crieBa oT rpyauiHbL.

OuacTonnyecknun Wym nHorga Takke MOXET BbICIYLLUMBATLCA Y
OOMbHbIX MMOKaPAUTOM MNpu Bbipa)eHHoW aunaTtauum JIXK,
cnocobcTByoWwen dopMNpoBaHUIO

OTHOCUTENBLHOIO CTEHO3a JIEBOr0 aTPMOBEHTPUKYNSPHOIO OTBEPCTUS
(wym Kymbca). o mHeHuto A.B. BnuHorpagosa v coasrt. (1973),
coveTaHne NpoToaMacTONIMYECKOro puTMa rarnora ¢ KOpoTKUM
Me304MacTONIMYECKUM LUYMOM MEHSIOLLLENCH MHTEHCUBHOCTH,
HECOMHEHHO, CBUAETENLCTBYET O HAaNU4nm

MUOKapauTa.



AVIAREOCIVIKA

OBASAYIENIBHBIE: PV A S GRASAEVN
@61V aHaNn3 KPOBW! (CO3, CYTOYHOE MOHMTOPVPOBAHNE
JIEVIKOUNTBI) SKr

dHalIVISTKPOBVI PenTreHorpadns OFFK
MMMYHOHOFM‘—leCKoe PanyonsononHas
VNCCIIEAOBAHVE KPOBY CUMHTUIPamdus ¢ MHANEM- 11
(HapyLeHnE pyiMa MarHNTe-PE30HaHCHas
[MPOBOAVIMOCTI) TOMORpahy
SHAOMVGKapAyaibHas

oyoncus



BroXMUECKIE MOKasameny KpOBY Npy
MVIOKARPAVITE

C-peakTvBHbBIV 6ENOK

TpOI'IOHVIH-T (MyBcTBUTENBLHOCTL 34%, CneundundHocTb 89%)

AcAT

JIAN

MB-KOK

Dy6pyHOreH

B-AIMMOOLINTBS

=M@ OLUNTH!

LMK

MyokapayanbHbIE aHTMTESa



SKI-aAnanHecTka npy MVGKARMAVINIE

VISMEHEHWS PENOISPY3aLIN MMOKapaa — ABYXMa3HbIV,
VBOIEKTPYHBLIV VIV OTpULIaTENBHBIN 3.1

CHYCOBas Taxmkapans (pexe 6paankapavsd, apnimMns)
CHWKEHVE aMNINTY/Abl BCEX 3YOLI0B

CvelleHne nHTepBaiia S- 1 (AENPEcens v sNeBaliys) B
OAHOM Wil HECKOJIbKUX OTBEAEHNSIX

AV-6/10Ka/ibl Pas3iiiuHOM CIENEHN

Bi1oKkaabl HOXKEK nyYka [ca

IpEACEPAHBIE U XXeENYyA0YKOBEIE SKCTPAC/CTOJIbI
OUBEPMAALGLNS Y TPENETAHVE NPEACEPANV
OEpMINFLUNS U TPENETAHVE XKEY/A0YKOB



[IMarHoCcTuKa MMoKapaANTOB. DNeKTpokapanorpadus

9KI naumMeHTa C OCTPbIM MMOKapAUTOM.
Mpu3Haku ocTporo nepeaHero uHapkTa MMokKkapaa




Haunboriee NOCTOSAHHO PErMCTPUPYIOTCH pasfinyHble
N3MEeHeHUA npoLlecca penonapmsaunmn XXenyaoykos:
genpeccuda unu nogbem cermeHta RS—T, ykasbiBatowne Ha
Bblpa>XeHHble MeTabonnyeckne n nwemmyeckme
HapyLleHns B cybaHgokapananbHbIX U
cybanukapanarnbHbix cnoax muokapga JIK. iameHeHusa
OKI" ganeko He Bcerga KOppenupyrT C TAXKECTbIO

N pacnpocTpaHEHHOCTbIO BOCcnanuTenbHOro npotecca. B
peakux cnydasax cermeHT RS—T u 3ybey T ocTatorca
HOpManbHbIMW, HECMOTPS Ha HanMune KInHU4YeCcKnx u
axokapaunorpadgpumnyeckmx npusHakoBs ANPIPY3HOro
PacnpPoOCTPaAHEHHOIO NopaXeHnsa Mnokapaa.



SKI-AnarHociika npy MUGKARAVINIE

AB-6nokaga | ctenenun: nHtepsan PQ — 0,25 ¢

AB-6rnokaga Il crenenun: Mobwuy, Il npoBegeHmne 2:1



SKI-AnarHociika npy MUGKARAVINIE

AB-brniokaga lll ctenenu: npegcepaHbi putm — 96 B MUH., AB-y3nosoin — 85 B MUH.



SKI-AnarHociika npy MUGKARAVINIE

buremeHusa: 1 akcTpacucTosia nocrie Kaxaoro HopmManbHOro Kommsekca

. MapHasi MoHoTonHas XK3C

]
BAiEaE lﬁﬁ EE
% lﬁ mn [apoKkcun3m xenyaoykoBon Taxukapaum (3 u
%EE JE bonee nogpsg XK3C)




SKI-AnarHociika npy MUGKARAVINIE

F iiiliﬂl!l}!m,li

[MonutonHas »enyao4koBasi 3KCTpacUCTONus No Tuny buremeHuin




SKI-aAnanHecTka npy MVGKARMAVINIE

sz

Tpeneranue npeacepani

e

OuOPMILIALMS TIPEeaCcepanii



SKI=AVanHeCIVIKa PV MI/IOKAPLI,I/ITE

I%IIIM lllﬂ"qulﬂl Vlllll

1 llll-l“m lllllﬂlll mm-

1 — XenygodkoBas Taxmkapausa
2 — TpeneTaHune Xenyagovkos

3 — MOpPUNNALMS KENyao4KoB



OXORIF BMeHerna npy MGKARMVINIE

YBENVNUEHVE Pa3MEPOB MOJIOCTEN CEP/LIa

[FMHO- WiV akVHESIS YU CIKOB MNOKaP/d,
NPVSHAKA TOTA/IBHOV aKVHE3N

BUBEHTPVKYASPHBIV T OPaXKEHNS CEP/ALIA
SaKpyIUiEHHad BEpXYlliKa cepalia

CHHKEHVE COKPaTUTENBHON MYHKLUMN MOKapaa
(CHWKEHHBIV CEPAEYUHBIV BEIGPOC)

CHMITOMBI MUTPBHOV PEFYPIMTaLIN
(oTHOCUTENBHAS HEAOCTATOYHOCTD KilanaHOoB)



=
[narHoctnka MMoKapaAuUTOB. DX0Kapamorpapus

——" J.- -
- -
T e Sy

Neebin xenynoyek, B-pexum [leBbid xenyno4ex, Mufpanhi-lhlii Knanas,
M-pexum M-pexm

1. NcknoyeHune ap.npuyunH CH

2. BbisBNneHne cteneHn CUCTONNYECKON NN ANACTONUYECKON,
rnobanbHOW NN pernoHanbHOn AnchyHKumn JOK.

3. OnpepenHne MopdoMeTpuyeckmx napametpos JIXK.

4. BbigBneHne nepukapauTa.

5. BoisiBneHue tpomM6oB B JIK


Выступающий
Заметки для презентации
Figure 3-17. Ventricular chamber distortion in myocarditis. Myocarditis causes left ventricular enlargement and results in an increase in ventricular sphericity similar to that produced by postinfarction ventricular remodeling. Depicted are apical four-chamber echocardiograms from a patient with active myocarditis (A) and a patient with a normal ventricle (B). In comparison with the normal ventricle, the ventricle affected by myocarditis is dilated and more spherical. The ventricular width at the short axis (Sax) has increased ralative to the length in the long axis (Lax). (Courtesy of Lisa Mendes for the Myocarditis Treatment Trial, Boston, MA.)



PEHTREHOORMYECKOE VICCTEAOBAHVE [O3BOAET
NOATBEPANTL HanVUME KapANOMEranum 1 OLEHNTb
COCTOAHVE MaJiono! Kpyhia KPOBOOOPaLlEHS.

ﬂ,OCTOBeprIMM PEHNTEHONOMYECKUMU TIPNSHdARKaMW
KapAanomMenanvnn ABJiAHNCH:

VBENIVUEHNE NONEPEYHONO Pa3MEPAl CEPAEYHOV TEH 10
15,5 cm n 6osiee Yy My>XUrH 1 Ao 14,5 eM 1 6osiee Y.
KEHLLUVH;

VBENINYEHVE KAPAOTOPAKaNBbHOLRO VHAEKCA (OTHOLIEHNS
NONEPEYHON0 PasMepa TEHN CEPALA K BHYTPEHHEMY.
NONEPEYHOMY. Pa3MEPY. FPYAHON KiieTkmn) Ao 50% 1 6osiee.



[IMarHocTmka MMOKapAuUTOB.
PeHTreHorpadus rpyaHon KIeTKu

J




PeHTreHorpamma cepaua B npsiMon npoekuum 60nbHOro
BUPYCHbIM MWUOKapAUTOM:

a — ocTpada dasa bonesHu;
6— nocne adPEKTUBHOIO Ne4YeHmns




Y O0nbHbIX MWOKapaAnTom C CMMINTOMaMH
J'IGBO)KGJ'IMEI,O‘-IKOBOVI HEONOCTATOYHOCTU PEHTIEHOJ10I'M4YECKA

MO>XHO BbIABUTb NMPU3HAKU BEHO3HOIO 3aCTOA KPOBU B
Nerkmx.

ycuineHme nerodHoro pucyHka, B rnepByro ovepeb, B
BEPXHUX OTAEN1aX JIENKUX 3a CHET

pacLLUMPeHN MENKUX COCYA0B Ha nepnudepun NeEro4Horo
Nonsi;

pacLUMpPEHNE KOPHEWN NETKUX;
ropu3oHTanbHble NUHUK Kepnu,

BbINOT B MEXO0MNEBbIX LENAX U NreBparnbHbIX CUHYCAX,
yallie crpasa.



B HacTodllee BpemMs, Mo BUONMOMY,

Hanbonee MHAOOPMAaTUBHBIM METOAOM BU3yanu3aLunm

Os1 BbIABNEHUS BOCNaneHns B MMokapae v noBpexaeHus
MUouUnTOB MOXeT cumtatbca MPT ¢ KOHTpaCTHbIM
YCUNEHUEM.

[ToMmumo npeagocTaBneHnst TOHHOU nMHdopmaumm ob
aHaToOMUn4ecknx n Mopdonormyeckmnx oCOOEHHOCTAX
cepgua, MPT no3BongaeTt TOYHO XapaKkTepusoBaTb
COCTOsIHME TKaHen cepaua. ncnonb3osaHne MPT ans
npuuensHon OMb B Hanbonee nopaxeHHbIX ydacTkax
cepaua MOXET MOBbICUTb YYBCTBUTENBHOCTb OMoncmmn ans
YCTaHOBNEHNA NMpaBUNbHOIO rMCTONIOrMYEeCKOro AnarHosa.



NRPVIREVINGIEIES ERVIA

He MeaKaMeEHTO3HOE:

s OnpaHNYEHNE DVBNUECKIX HanrPy30K

= [lofHOLIEHHOE PaLVOHANBHOE MTaHVE: G OnPaHNYEHNEM HOTPELTEHNS
[IOBAPEHHOV COMM

JIEYEHVE - NPV BbISIBIIEHNY
BO3GYyANTENS

HECHELNMUNYECKOE:

= Hecneundnyeckas npoTvBOBOCHaNNTENBHas Tepanms

= BO3AEVCTBIE Ha BOCHANVTENBHBIE, ayTioVMMYHHBIE U allIEPTNYECKVE TPOLIECEH!
a  YMEHbLUEHNE Npeaykunn BAB

a  BOCCTaHOBJIEHVE W NOAAEP)KAHVE FEMOAVHAMUKN

= Bo3aencrByne Ha METab0/IM3M MNOKapAa

= CyMITOMaTMYECKas TEPAnS OCIIOXKHEHNI



KRPVIERVIV SODERIVIBE OCIVIIES EFVA

Yqu HEHWE KITNHNYECKOIO COCTOAHNA

NalEHTa, HOpManv3alvs oKa3aTENEN
KPOBW

FlonoxurenbHad AnHaMmka 2K

YAYYUIEHVE CUCTONMNUECKOV I
AVIaCTOMNYECKOM MYHKLIVNN MOKap/ia




NPOFFHOS

Hpy IEFKOM TEYEHMN - BiiarenpUSTHBIN (A0 90%
ClIyYaEeB B Te4YeHne 1-2 Mec. 3akaHUYMBaETCS
BbI3I0POB/IEHVEM)

Bl ecranbHbIX caydaax - V. 10-35% 60/ibHbIX

PasByBaencd AKMIN

JIETNBHBIV MCX0/1 OBYCIIOB/IEH:

= [IPOPECCHPYIOLIEN 3acTonHon CH

5 OVEPVITISLVEN JKENY/A0YKOB

= [10JiHOV AB-6J10Kaa0om

= TPOMBO3MO0IVIEN JIEFOUYHOW apTepnm



NPOOVIIAKIVIKA

C uenbto NnpodpunakTnkn obocTpeHnmn u
PELNAMBOB MMOKapAUTa NMPoOn3BOAMUTCS
TWaTeNbHas CaHaLnsa o4aroB MHAEKLMN,
B NEPBYIO o4epeab HOCOI/IOTKU
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