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Summary

We presented echocardiographic findings in 3 cases with collagen disease and 2 cases with infiltra-
tive cardiomyopathy.

Two cases with progressive systemic sclerosis showed the symmetrical wall thickness of the left
ventricle. In one of the 2, the involvement of the mitral valve was demonstrated in the echocardio-
gram which showed the findings similar to rheumatic mitral stenosis. In the case with dermatomyositis,
the echocardiographic findings were consistent with those of congestive cardiomyopathy.

The echocardiogram of Fabry’s disease showed the symmetrical thickening of left ventricular wall.
In primary amyloidosis, the symmetrical wall thickening and the narrowing of the left ventricle were
prominent. Decreased cardiac function and pericardial effusion were also observed.

Echocardiography was useful to evaluate the cardiac involvement secondary to systemic diseases.
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Table 1. Summarized data of echocardiogram

Casel. 43y F.| Cose2. 56y F. |Case3. §1y M. |Cased.29y M. |CaseS ity M.
lerod lerod d itis | fabry's disease | amyloidosis

Mitral Valve
D DR t™ieq 72 40 103 82 110
Amplitudetem) 1.9 .0 1.7 2.4 1.9
B-B step - - + - -
LVDd temy 5.8 4.3 5.9 4.6 3.5
Percent -
shortaning 33 44 29 46 29
1VS  T.tem 1.2 1.4 0.8 1.6 2.1
LYPW T tm 1.1 1.3 0.8 1.4 2.0
Ao D m 2.9 2.9 3. 3.0 3.1
LA D tm 4.0 3.0 2.2 3.1 3.9

DDR: diastolic descent rate, Amplitude: C-E
amplitude of anterior mitral valve leaflet, LVDd:
diastolic left ventricular internal dimension, Percent
shortening: percent shortening of minor left ven-
tricular dimension, IVS T: thickness of interven-
tricular septum, LVPW T: thickness of left ven-
tricular posterior wall, Ao D: aortic root dimension,
LA D: left atrial dimension.
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Fig. 1. Progressive systemic sclerosis (Case 1: 43-year-old female).

A: chest X-ray shows an enlarged cardiac silhouette with fibrous shadow in the left lower
lung. B: ECG shows complete right bundle branch block. C: echocardiogram shows the multi-
ple echoes of the anterior mitral leaflet and the diastolic anterior motion of the posterior leaflet, which
are similar to rheumatic mitral stenosis. However, the diastolic descent rate of the anterior leaflet
is kept normal. The interventricular septum and the posterior wall of the left ventricle are slightly
thickened. Ao: aorta, LA: left atrium, LV: left ventricle, IVS: interventricular septum, MV : mitral
valve.
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Fig. 2. Progressive systemic sclerosis (Case 2: 56-year-old female).

A: The chest X-ray shows cardiomegaly and the abnormal reticular shadows in the bilateral lower
lung fields. B: The mild ST depression and flattened T waves were shown in ECG. C: the echo-
cardiogram shows the symmetric thickening of the left ventricular wall and slight pericardial effusion.

LVPW: left ventricular posterior wall, PE: pericardial effusion.
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Fig. 3. Dermatomyositis (Case 3: 61-year-old male).

A: chest X-ray shows cardiomegaly. B: QS pattern in the leads II, III and aVg, small R waves
with deep S waves in the left precordial leads, and the multifocal premature ventricular beats are
seen in ECG. C: left ventricle is markedly dilated and the percent shortening of the ventricle is
decreased. There is the decreased motion of the apical wall of the left ventricle. The mitral valve
shows the B-B’ step. These findings are consistent with those of congestive cardiomyopathy.
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Fig. 4. Fabry’s disease (Case 4: 29-year-old male).

A: no cardiomegaly is seen in chest X-ray. B: ECG shows left ventricular hypertrophy and nega-
tive T waves in the leads II, III, aVy. C (next page): in the echocardiogram, the interventricular
septum and left ventricular posterior wall are thickened symmetrically.

AML: anterior mitral leaflet, PML: posterior mitral leaflet.
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Fig. 5. Primary amyloidosis (Case 5: 44-year-old male).

A: cardiomegaly and pleural effusion are seen. B: ECG demonstrates low voltage in the limb leads
and clockwise rotation. C: symmetrical wall thickening and the narrowing of the left ventricle
are prominent. The wall motion of the left ventricle and the aorta is diminished. Mild pericardial
effusion is observed.

RV: right ventricle.
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Fig. 6. Echocardiogram of hemochromatosis, which shows the findings similar to congestive

cardiomyopathy.

72 EIEHEO AR ICRELLES, JRRETE OO
FEerk&fed L b HELEh T2, &E,
FEDLE 2 —RREICE 5 ORISR L
DEEEIC S VT DRENDH 5. Borer 5204, i[>
= a — K L EEEIRHHEEE (1.5~20cm) #
SRL, MBS, @igfo DDR KT
LT, EEFRHRIEFEGHEANTH L
v, —J, Child 527 2[RIk IC ZEE DR
BE 14~18cm) o REE, I LIKEENRE
ERER, BIUEZERHREIETLTVRZEY
> T 5. fEFS THEEBEDERZAHELE
LEZREOPMEN DY, EENERERRIEH
IIEFL Tk

& 8 # L RE T3, fbic hypereosinophilia,
hemochromatosis, Pompe f{% C.OZEENIEE
F5ZLRMONTHE Y, Faix, hemochro-
matosis DEEHT 5 - MELLFERD = 2 —FfR
ZRLI 1 plfEBR LT 5 (Fig. 6).

PE, ERBELHED S Flico T, Lhza—
HfFR L 2h b OWEHNEFICOVT, HFNX
BEBRER T, FERZORERRER LR
BOETRECI VA RFIIRERTEELDR,
L a—RZEONREREET 50w~
BRHTH 5.

X @

1) Weiss S, Stead EA, Warren JV, Bailey OT:
Scleroderma heart disease. Arch Internal Med
71: 749-776, 1943

2) Oram S, Stokes W: The heart in scleroderma.
Brit Heart J 23: 243-259, 1961

3) Sackner MA, Heinz ER, Steinberg AJ: The heart
in scleroderma. Amer J Cardiol 17: 542-559
1966

4) AR, RATE, HOEE RARARE: #1T
HLEHFEEOLRELZORE. ERLFH
4:297-311, 1974

5) Bulkley BH, Ridolfi RL, Salyer WR, Hutchins
GM: Myocardial lesions of progressive systemic

—200 —



sclerosis. Circulation 53: 483-490, 1976

6) D’Angelo WA, Fries JF, Masi AT, Shulman
LE: Pathologic observation in systemic sclerosis.
A study of fifty-eight autopsy cases and fifty-
eight matched controls. Amer J Med 46: 428-
440, 1969

7) Jones EW: Valvular disease of the heart in sys-
temic scleroderma. Brit J Dermat 74: 183-190,
1962

8) Eggebrecht RF, Kleiger RE: Echocardiographic
patterns in scleroderma. Chest 71: 47-51, 1977

9) Oppenheim H: Zur Dermatomyositis. Berl Klin
Wschr 36: 805, 1899

10) Lorenz H: Herzerscheinungen bei der akuten
Polymyositis und deren Bedeutung fiir die Diag-
nostik der Letzteren. Dtsch Med Wschr 32: 777-
778, 1906

11) Reich NE: The Uncommon Heart Disease,
Charles C Thomas, Springfield, 1954, p 516

12) Smith HG: Dermatomyositis. A case report with
postmortem findings. Brit Med J 1: 770-771,
1955

13) Barnard BG, Rankin AM, Robertson GH: Poly-
myositis. Report on three cases from West Africa.
Brit Med J 1: 1473-1476, 1960

14) EHEZ: MR ROREAEROE. HREF
&pEst  80: 546-565, 1966

15) Lynch PG: Cardiac involvement in chronic poly-
myositis. Brit Heart J 33: 416—419, 1971

16) Frepyseist, sElEm, MIEE, REE—=, Rl
*, REBK: BERLEHEELLHRIZESS
S ML TRE LIcEEH RO 1 #1RkE. O
g 4: 749-754, 1972

17) B B2, FPER SHAHEE, BOoLdF: K
RO 1 HRE, BNSKEE 56: 86-87, 1967

18) fFARAL #BH B HEAELS: FeilsEikdt
DAERBIUEBEL A LEETHR. BIRRE

BERMELHE 5 Flo.0 = 2 —KFTR

BB : KB AR 4L, 1976, p 15-17
19) Ferrans VJ, Hibbs RG, Burda CD: The heart in
Fabry’s disease. Histochemical and electron mi-
croscopic study. Amer J Cardiol 24: 95-110, 1969
20) Desnick RJ, Blieden LC, Sharp HL, Hofschire
PJ, Moller JH: Cardiac valvular anomalies in
Fabry’s disease. Clinical, morphological, and bio-
chemical studies. Circulation 54: 818-825, 1976
21) Becker AE, Schoorl R, Balk AG, Heide RM:
Cardiac manifestations of Fabry’s disease. Amer
J Cardiol 36: 829-835, 1975
22) Mehta J, Tuna N, Moller JH, Desnick R]J:
Electrocardiographic and vectorcardiographic ab-
normalities in Fabry’s disease. Amer Heart J 93:
699-705, 1977
23) Buja LM, Khoi NB, Roberts WC: Clinically
significant cardiac amyloidosis. Clinicopathologic
findings in 15 patients. Amer J Cardiol 26: 394—
405, 1970
Schroeder JS, Billingham ME, Rider AK: Car-
diac amyloidosis. Diagnosis by transvenous endo-
myocardial biopsy. Amer J Med 59: 269-273,
1975
Swanton RH, Brooksby IAB, Davies M]J, Coltart
D], Jenkins BS, Webb-Peploe MM: Systolic and
diastolic ventricular function in cardiac amyloido-.
sis. Studies in six cases diagnosed with endomyo-
cardial biopsy. Amer J Cardiol 39: 658-664, 1977
Borer JS, Henry WL, Epstein SE: Echocardio-
graphic observations in patients with systemic
infiltrative disease involving the heart. Amer ]
Cardiol 39: 184-188, 1977
27) Child JS, Levisman JA, Abbasi AS, MacAlpin
RN: Echocardiographic manifestations of infiltra-
tive cardiomyopathy. A report of seven cases due
to amyloid. Chest 70: 726-731, 1976

24

~

25

~

26

~

—201 —





