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Pseudoxanthoma Elasticum Associated
With Unstable Angina and Leriche
Syndrome : A Case Report
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A 64-year-old man with a history of intermittent claudication presented with chest pain. On admission,
he had yellowish papules with a “plucked chicken” appearance on his neck. Histological examination of
the biopsy specimen of the lesion revealed degeneration and calcification of elastic fibers in the dermis.
His daughter also had similar histological changes in the skin. The diagnosis was pseudoxanthoma
elasticum. Fundoscopic examination revealed angioid streaks. Electrocardiography showed inverted T
waves in V=—Vs, and echocardiography revealed hypokinesis in the anterior wall of the left ventricle.
Emergency catheterization showed 90% stenosis in the left anterior descending coronary artery, total
occlusion of the abdominal aorta, and severe stenosis in the right subclavian artery. He was treated medi-
cally and had no recurrent episodes of chest pain. A careful examination for cardiovascular diseases
should be considered in patients with pseudoxanthoma elasticum.

Key Words
pseudoxanthoma elasticum,
elastic fiber

& U &I

TP M B E AE (pseudoxanthoma elasticum :
PXE) 3£ F0#MREOEE L AKILEE L, K
g, BRE, &8N EITRYETSEEHEET
b, TNREBRTHLHH, ETHETHY, HEER
SREDOLMEREDD BIEFICBVTE, BRE - K
BORRICL VARELBNREL LTERT HLEN
»5.

SEbhbhii, ERLOCOAERELEL, KF -
AREERT R & 0 MR EGIE & B0 L 7ES 24
BL-DOT, ETOXEMWEELMA THET 5.

angina pectoris,

Leriche syndrome, angioid streaks,
fE i

E Bl 4, B

£ F: HE

BRE: 1988 FFEHL D, BIREEITHY. 1994 F
8 A, RIET 55 ER EA 3 HEEE E, KIRZ2.
LERE, Vo-Ve TRET EEZRO, FEERLED
U CTREARLZ o7,

BLAERE . RERERMAE, BAET RS, 2l

KIREE . fFaed_&Z ezl

ABERFIRAE . EfEH. K 165cm, 4KE 50kg. 1
JEix EB% (7€) 100/60 mmHg, (#5) 70 mmHg/ fill. TH
(/£) 56 mmHg/ fi,, (%) 58 mmHg/ fifi. (:H%L 71/min,
B, I, mAREN, BEAME, mAREKRORE

WEMLPRTTRAR EREt Y 5 —RE; <) RBRAZEEE 5 FHRIERE ELFEF 298E: To0o B MHARKX & HE#H
Department of Cardiology, Kobe General Hospital, Kobe; *(present) Department of Cell Biology, Kyoto University Faculty of Medicine, Kyoto
Address for reprints : Hiract T, MD, Department of Cell Biology, Kyoto University Faculty of Medicine, Yoshida-Konoe, Sakyo-ku, Kyoto 606

Manuscript received December 21, 1994; accepted February 28, 1995

43



44 & -FN KA EL

Fig. 1 Skin lesion on the patient’s neck
Yellowish papules had coalesced to form plaques with a

“plucked chicken” appearance. Similar lesions were also seen
on the axilla and inguinal regions.
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Apical 4-chamber view

Fig.3 Two-dimensional echocardiograms showing mild hypokinesis in the anterior wall and septum of the left ventricle

A : End-diastole.
LV =left ventricle;

B : End-systole.
LA =left atrium.

A
Fig.4 Coronary arteriograms

A : Right coronary arteriogram without significant lesion (left anterior oblique 60°).
B : Left coronary arteriogram showing 90% stenosis in the left anterior descending artery (segments 7, 9), and the
left circumflex artery (segment 15PD) (right anterior oblique 30°).
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Fig. 5 Abdominal aortogram showing total occlusion (arrow) in the
infrarenal aorta

A : Anteroposterior view.
B : Lateral (right to left) view.
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Fig. 6 Thoracic aortograms showing 90% stenosis (arrow) at the origin of the subclavian artery
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Fig.7 Left ventriculograms during chronic phase (day 15) showing mild hypokinesis in segments 2, 3

A : End-diastole. B : End-systole.

Fig. 8 Microphotographs of skin biopsy specimen from the neck

A : The elastic fibers are degenerated, fragmented, and swollen in the middle and lower part of dermis. Elastica-van

Gieson staining (X 250).

B : Calcium salt is deposited around the degenerated elastic fibers. von Kossa staining (X250).
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Table 1 Four clinical types and characteristics of pseudoxanthoma elasticum*

. at ADI DII AR I

Clinical characteristics n=12) ("?:5 2) =0 :\nR:I;)
Skin

Classical flexural rash (%) 100 24 77 —

General hyperextensibility (%) — — — 100
Ophthalmic abnormalities

Angioid streaks (%) 34 47 47 —

Severe choroiditis (%) 75 7.8 35 —
Vascular diseases

Hypertension (%) 75 7.8 19.7 —

Angina (%) 56 —_ — ==

Claudication (%) 56 — — —
Gastrointestinal bleeding (%) 8 3.8 15.8 —
Marfanoid features (%) — 50 10 —

*From referencel2).
AD=autosomal dominant; AR =autosomal recessive.

Fig. 9 Angioid streaks in the ocular fundus
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