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C A S E  R E P O R T

A 36-year-old man with an unremarkable medical history 
presented to our emergency department with continuous 
lower abdominal pain radiating to the right side with 
fulminant macroscopic haematuria that started two hours 
earlier. Two weeks before admission the patient was 
treated with amoxicillin by the general practitioner for 
suspected pyelonephritis. Three days prior to admission 
the patient started using diclofenac because of increasing 
right-sided lumbar pain. There was no history of fever, 
chills, haematuria, pyuria or trauma. There was no 
positive family history of renal diseases. Physical 
examination revealed signs of shock (regular pulse 135 
beats/minute; blood pressure 125/75 mmHg at presentation 
decreasing to 94/55 mmHg after one hour), with severe 
tenderness at the right costovertebral angle. Routine 
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laboratory investigations showed anaemia (haemoglobin 
5.5 mmol/l), serum creatinine 193 mmol/l, hyperkalaemia 
5.3 mmol/l, lactate 5.2 mmol/l and a marked leucocytosis 
36.2*109/l. The fibrinogen, prothrombin time, partial 
thromboplastin time and thrombocyte count were all 
normal. The symptoms suggested intra-abdominal 
bleeding with compression of the ureteral structures. 
A contrast-enhanced computed tomography (CT) of the 
abdomen and pelvis was performed. 

W H A T  I S  Y O U R  D I A G N O S I S ? 

See page 433 for the answer to this photo quiz.
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Figure 1. Transverse CT scan of the abdomen 

Figure 2. Coronal CT scan of the abdomen 

A N S W E R  T O  P H O T O  Q U I Z  ( P A G E  4 2 9 )

A  R A R E  C A U S E  O F  H A E M A T U R I A

D I A G N O S I S

Wunderlich’s syndrome as a first manifestation of a renal 
angiomyolipoma
CT of the abdomen revealed massive (figure 1, arrow) 
active bleeding (figure 2, arrow) in the region of the right 
kidney. The kidney was enlarged, deformed and anteriorly 
displaced due to the haematoma with secondary upward 
displacement of the liver. The kidney showed a mass 
of approximately 9 x 9 x 9 cm with irregular contrast 
enhancement and focal black areas of fat as measured by 
their density.
The mass was likely to be an angiomyolipoma. A selective 
arterial embolisation of a side branch of the right renal 
artery was performed and stopped the renal bleeding. 
Recovery was uneventful and renal function normalised. 
Severe acute subcapsular or perirenal bleeding was 
first clinically described by Carl August Wunderlich.1 

Wunderlich’s syndrome is classically defined as 
non-traumatic spontaneous renal bleeding that can be 
caused by tumours, inflammatory vascular diseases, 
cysts, renal artery aneurysms, a renal vein thrombosis or 
arteriovenous malformations. However, the major cause 
of Wunderlich’s syndrome is a renal angiomyolipoma.2 
Angiomyolipomas are rare, benign fat and myocyte-
containing tumours often with a vulnerable vasculature 
found at approximately 0.3 to 2.1% of routine autopsies.3 

The chance of spontaneous rupture and bleeding increases 
in proportion to the size of the tumour and the degree 
of neovascularisation.4 In general, close echographic 
follow-up or even prophylactic embolisation is advised in 
patients with an asymptomatic angiomyolipoma larger 

than 4 cm. The most common therapy for Wunderlich’s 
syndrome is selective arterial embolisation, which often 
preserves the renal function. Unlike this case, these 
tumours are associated with tuberous sclerosis, which is 
present in approximately 10% of cases. Patients should be 
examined for characteristic skin lesions and other benign 
tumours (e.g. pulmonary lymphangioleiomyomatosis). 
Differentiation with renal epitheloid angiomyolipoma 
should be made as these tumours are associated with 
malignant degeneration. However, if intrarenal fat is found 
on CT, this rules out epitheloid angiomyolipoma.5
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