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A patient with progressive systemic sclerosis and right ventricular failure
secondary to pulmonary hypertension was reported. Although steroid therapy
was ineffective for her skin lesion, it was remarkably effective for her pulmonary
hypertension.

She also had a rare complication of primary biliary cirrhosis.
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Table 1. Laboratory data on admission.
RBC 399 x 16¢/pul Hb 12.6 g/dl
Bil (T) 4.9 mg/dl ALP 618 1U/dl <SG 7~ 7>
cho 185 mg/dl vGTP 413 1U/dl PA  70/34(44) mmHg
alb 3.6 gydl glb 5.2 g/dl Pew 7.2 mmHg
GPT 18 TU/dl GOT 24 TU/dl RA 17.8 mmHg
Crn 0.6 mg/dl BUN 10 mg/dl
UrA 4.5 mg/dl FBS 176 mg/dl
CRP 0.3 mg/dl ESR 75 mr/dl
<E @ 4| > <Pikkhetd>

a,—globulin 3.2% a—globulin 8.6 % % VC 56 9%
B-globulin 14.5 % y-globulin 33.4% FEV 10% 81y

RV 1.07 L
1 Scl-70 Hifk (=) IgG 2332 wHOmg/dl TLC 2.51 L
Hiev be 2 7HEWOLT IgA 620 wHOmg/dl RV/TLC 42.6 %
Bt RNP $ifk (—) IgM 698 wHOmg/dl DLco 27.8 ml/min - mmHg
P rav Y 7k 40 BA 97
EINEZARES 1:8HF CHs, 56.2
FiDNA 5ifk 1:80 AT
B SS-A itk (—)
B SS-B itk (—)

A m w7y vk 1:10000F
Hi=A7m Vv —afitk  1:100L4F
RA (+)
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Fig. 2. Electrocardiogram taken in 1975 (left), on admission (middle) and after

treatment (right).
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Fig. 4. Echocardiogram demonstrates right ventricular dilatation,
right ventricular hypertrophy (lower), and mild pericardial
effusion (upper).
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Fig. 5. Pulmonary ventilation and perfusion scintigrams. Decrease in pulmonary
perfusion except for right lower lung field.
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D=2~ (Fig. 4): LEPRIGAEERE LA
DI R CTHEEES AR L, AEDOKIL
EE, BEOLERITEE 2. ¥y 7T,
FHENIRS & SRR DM R3HR LD b,

Iiitnetid: % VC 1256 % £{&TFL, DLco
13 27.8 THREEZE O RE 2 L.

Ifiyg » A¥eg: pH 7.47, Po, 43.7 mmHg,
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Jhifas, « > v 27 5 » (Fig. 5): Jfile s
CIXRME I L, My v 7 TRA TS0
FFEF I E B I MR T % LT

AV H VYA TF—FARE: MBIRE X
70/34 mmHg & FH L, AFEEX17.8 mmHg

EiEfEd R L. MEIRRA B IEFSBEAT
215 S 7.

AB SR ABRUDIFIRK 2 R L 122
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