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ABSTRACT 
Cardiac myxoma has myriad presentations incuding cutaneous vasculitis. It has also been associated with endocrine neoplasm 
in Carney's Complex. We report a Chinese patient with cutaneous vasculitis and Raynaud's phenomenon suggesting a collagen 

vascular disease. In the course of investigation, echocardiogram showed a possible left ventricular myxoma and computed 
tomography of the abdomen demonstrated a left adrenal tumour. Cardiac myxoma should be considered in the differential 
diagnosis of vasculitis. 
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INTRODUCTION 
In 1985, Carney and co-workers first described a complex 
consisting of myxomas, spotty pigmentation and endocrine 
ovcractivitylo. The occurrence of these rare conditions 
together were thought unlikely to be co -incidental. Many of 
the patients had primary pigmented nodular adrenocortical 
disease while the skin lesions consisted predominantly of 
lentigines and nevi. We describe a Chinese patient with the 

rare association of cutaneous vasculitis, Raynaud's 
phenomenon, left ventricular myxoma and a functioning 
adrenal tumour. 

CASE REPORT 
The patient, a 39 -year -old Chinese female, had a history of 
pulmonary tuberculosis in 1969 which was treated. She 
subsequently developed post -tuberculous bronchiectasis. In 

August 1992, the patient was admitted for breathlessness, 
pedal swelling and increased purulent sputum of a few days' 
duration associated with loss of weight and appetite. There 
were no chest pains, palpitations or fever. 

Clinical examination showed her to be cachexie and 
centrally cyanosed. She was afebrile, had a blood pressure of 
110/80 mmHg and a regular pulse rate of 100 per minute. 
The apex beat was displaced at the 6th intercostal space, left 

anterior axillary line. The heart sounds were dual and no 

murmur was heard. There was pitting edema in the legs and 

the jugular venous pressure was elevated. Bilateral coarse 
crepitations and expiratory rhonchi were heard in the lungs. 
There was absence of hepatosplenomegaly and no masses 
were palpable in the abdomen. The initial diagnosis was cor 
pulmonale with cardiac failure secondary to bronchiectasis. 
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The arterial blood gas taken whilst on room air showed PO2 

51.4 mmHg, PCO, 58mmHg, pH 7.443 and standard I1CO3 

34.3 mmol/litre. The chest radiographic film showed 
cardiomegaly and cystic changes in both lung fields consistent 
with bronchiectasis while an electrocardiogram revealed right 
axis deviation, right bundle branch block and Q waves from 

V, to V4. She had significant proteinuria of 1.1 gm in 24 
hours. The serum albumin was 28 gm/litre. Phase contrast 
microscopy of the urinary sediments was not indicative of 
glomerulonephritis. A rectal biopsy, performed to exclude 
amyloidosis, was normal. 

An ultrasound of her kidneys incidentally revealed a left 

adrenal mass measuring about 4.4 cm in diameter. A 

computed tomographie scan of the abdomen confirmed a 

rounded left adrenal mass with well defined margins and 

patchy areas of low attenuation within (Fig 1). No 

calcifications were seen. The patient had biochemical 
evidence of hypercortisolism with an elevated 8 am plasma 
cortisol level of 1655 nmol/litre and a 24 -hour urine cortisol 

of 0.91 umol, measured after she was on dexamethasone 2 

mg thrice daily for two days. Plasma ACTH, serum 
testosterone, deoxyhydroepiandrostenedione were normal. A 

week after admission she developed a palpable purpura 

Fig 1 - Computed tomographie scan of the abdomen 
showing the left adrenal tumour (arrow). 
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indicative of a vasculitic rash on her extremities and later 
Raynaud's phenomena and splinter haemorrhages. She had 
no arthritis or retinal infarcts. Biopsy of the skin lesion 

showed necrotising vasculitis with perivascular neutrophilic 
and lymphocytic infiltrate (Fig 2). Most vessels of the 
superficial plexus in the upper dermis showed thrombosis 
with necrosis of the cell walls. Deposits of IgM, IgA, Clq 
were seen in the upper and mid dermal vessels. Her 
antinuclear antibody, anticardiolipin antibody and Hepatitis B 

surface antigen were negative and serum complements C3, 
C4 were normal. 

Cross sectional echocardiography was done to evaluate 
the degree of cor pulmonale and cardiac status. A large 
pedunculated mass, 2.2 cm x 1.9 cm, at the apex of the left 

Fig 2 - Skin biopsy showing thrombosis and necrosis of 
the vessel cell walls with perivascular infiltrate of 

neutrophils and lymphocytes. 

Fig 3 - Cross sectional echocardiography showing a 
mass lesion protruding into the left ventricle (arrow). 
(RV = right ventricle, LA = left atrium, LV = left ventricle) 
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ventricle consistent with a myxoma was found (Fig 3). The 
left ventricle had normal systolic function and chamber 
dimensions. 

The patient and her family had refused any surgical 
intervention. She collapsed suddenly on 21 September 1992 

and could not be resuscitated. A post mortem was not done 
as consent was not given. 

DISCUSSION 
This patient possessed an interesting constellation of rare 
medical conditions which included a left ventricular mass, 
left adrenal tumour and cutaneous vasculitis. Did she have a 

malignant left adrenal mass with metastatic deposits to the 

left ventricle with the vasculitis appearing as a sign of 
paraneoplastic syndrometrt, or was there a left ventricular 
myxoma with embolic phenomenon mimicking peripheral 
vasculitist3c and a coincidental left adrenal tumour? 

Computed tomographic scan has been shown to reliably 
differentiate benign from malignant lesions in the adrenalst4c. 

The tumour in this patient was likely to have been benign as 

evidenced by its smooth margins, distinct rounded shape and 

small size. The functioning nature of the adrenal tumour was 

demonstrated by the failure to suppress plasma cortisol and 

24 -hour urine cortisol levels. 
Metastatic tumours of the heart are 20 to 40 times more 

common than primacy cardiac tumourstsc. Solid tumours of 
the lung and breast, lymphomas and leukaemias largely 
account for the primary malignanciest63. Metastatic lesions 
from the adrenals to the heart have not been reported and 
would be extremely rare. Furthermore, a secondary tumour 
of the heart is usually associated with metastatic disease 
elsewheret'c, a feature not seen in the patient. Thus the left 
ventricular tumour is likely to be a primary cardiac tumour, 
of which two-thirds are benign, the commonest being 
myxomat583. 

Myxomas have varied presentation including embolic and 
cutaneous vasculitist3.sc. Their initial symptoms may mimic 
those of a collagen vascular diseases like polyarteritis 
nodosum and systemic lupus erythematosust9l. Raynaud's 
phenomenon and splinter haemorrhages present in this patient 
have been described in association with cardiac myxomat3'0t. 

Recent reports have even suggested that the production of 
interleukm-6 by the myxoma may be responsible for the 
immunologic features similar to those of autoimmune 
diseases0 t. The patient developed peripheral vasculitis and 

various laboratory tests failed to determine a cause. 
Cutaneous vasculitis described as part of a paraneoplastic 
syndrome is usually associated with haematological neoplasia 
rather than a solid tumour like adrenal carcinoma()). The 
echocardiography incidentally demonstrated a left ventricular 
myxoma and it is probable that the skin lesions were a 

manifestation of the cardiac myxoma. Echocardiography has 
been used to diagnose cardiac myxoma reliably including 
those found in the left ventricle". 

The presence of significant proteinuria was difficult to 

account for. Rectal biopsy did not show amyloid deposits but 
this could be due to sampling error and renal amyloidosis 
secondary to bronchiectasis cannot be excluded. 

Although the patient did not have pigmented skin lesions, 
the triad of left ventricular myxoma, adrenal tumour and 

cutaneous vasculitis easily forms part of Carney s Complex. 
A dominant inheritance of this complex was put forward by 

Carney who described a family in which at least one 
manifestation of the complex has occurred in three successive 
generationst13c. Our patients did not have a family history of 
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heart disease or endocrine disorder and we did not have the 

opportunity to examine her family. 
In conclusion, this case illustrates a unique syndrome and 

a need to exclude cardiac myxoma in patients with cutaneous 

vasculitis. The early diagnosis of the myxoma by 
echocardiography has important therapeutic implications as 

surgical intervention can affect the patients prognosist141. 
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