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Abdominal aortic aneurysm with spontaneous aorto-left re-
nal vein fistula is a rare but well-described clinical entity, usually 
accompanied by abdominal pain, hematuria, and a nonfunction-
ing left kidney(1). In male patients, left varicocele may result from 
venous overload in the pampiniform plexus via the left gonadal 
vein(2). A review of the literature revealed only approximately 30 
other reported cases(3–6). Aorto-left renal vein fistula is often seen 
in patients with a retroaortic left renal vein, an anatomical variant 
present in 1.0% to 2.4% of the population(7). It has been postu-
lated that the vein is compressed between the pulsating aneurysm 
and the vertebral bodies, leading to erosion of the vessel wall and 
fistula formation. Open repair is the recognized method of treat-
ing rupture of an abdominal aortic aneurysm into a retroaortic 
left renal vein. Endovascular treatment is an attractive modal-
ity because it is minimally invasive, given its capacity for rapid 
percutaneous arterial access and graft deployment, as well as, if 
necessary, balloon occlusion for vascular control, thus minimizing 
blood loss in comparison with open surgery(8). To our knowledge, 
this is the sixth reported case in which endovascular repair of this 
type of fistula has been attempted.
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Pulmonary involvement in Gaucher disease

Dear Editor,

A 33-month-old female patient was referred to the radiology 
department for evaluation of a two-week history of tachycardia 
syndrome, presenting without fever or general impairment. She 
was the daughter of consanguineous parents (first cousins) and 
had been diagnosed at 7 months of age with Gaucher disease 
(GD) type 2, on the basis of the evaluation of enzymatic activ-
ity. An initial investigation with conventional chest X-ray (Fig-
ure 1) revealed a bilateral reticulonodular interstitial pattern. 
Multidetector computed tomography (MDCT) revealed marked, 
diffuse thickening of the interlobular and intralobular septa, 
interspersed with areas of lesser involvement, accompanied by 
ground-glass opacity of the lung parenchyma, characterizing the 
crazy-paving pattern (Figure 2).

GD has an autosomal recessive pattern of inheritance and 
corresponds to glucocerebrosidase deficiency, resulting in the ac-
cumulation of glucocerebrosides in macrophages of the reticu-
loendothelial system; macrophages that have thus been altered 
are referred to as Gaucher cells(1–3). That accumulation mainly 
causes hyperplasia of the liver, spleen, and lymph nodes, hepato-
splenomegaly being the principal characteristic of the disease. The 
lungs, skin, eyes, kidneys, and heart are rarely involved(1–6). GD 
is the most prevalent lysosomal storage disease and is tradition-
ally classified into three major phenotypes: type 1 (the chronic,  
non-neuropathic, adult type), which accounts for 99% of all 
cases and is characterized by a clinical profile with little clinical 
evidence; type II (the acute, neuropathic, infantile type), which 
usually results in death before the age of two years due to pneu-
monia and anoxia; and type III (the subacute, neuropathic, juve-
nile type), which has a heterogeneous course. Other less preva-
lent types are the perinatal-lethal and cardiovascular forms(2–6).

Although pulmonary involvement is considered rare in GD, 
it has been frequently identified. However, there have been no 
epidemiological studies of the issue. In the literature, there is a 
lack of standardization of the radiological presentations of GD, 
due to the multifactorial involvement with multiple patterns of 
tissue infiltration by Gaucher cells(4,6,7).

The imaging characteristics of GD correspond to several 
pathophysiological mechanisms. In addition to thickening of the 

Figure 1. Anteroposterior chest X-ray showing a bilateral reticulonodular inter-
stitial pattern that is more pronounced in the lower lobes.
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interlobular and intralobular septa, patients with GD can present 
with alveolar opacities, capillary plugging by Gaucher cells, and 
interstitial opacities, with a predominance of lymphatic distribu-
tion, as well as respiratory infections(4–8). Other alterations de-
scribed include pulmonary fibrosis, a miliary pattern and involve-
ment of the hilar or mediastinal lymph nodes, as well as a reduc-
tion in lung volume as a consequence of hepatosplenomegaly. 
Radiographic examinations can reveal an interstitial pattern and 
can show any changes in bone structures(3–7).

The diffuse pulmonary involvement seen in patients with 
GD indicates that it is a systemic disease. MDCT is an important 
tool for the initial evaluation and follow-up of these patients, and 
lung biopsy can be dispensed with when the tomography reveals 
interstitial opacities in an appropriate clinical and epidemiologi-
cal context(6,7).

When there is no clinical suspicion of GD, a tomographic 
finding of the crazy-paving pattern makes the radiologic diagno-
sis difficult(9). In such cases, the main differential diagnoses are 
alveolar proteinosis, pulmonary hemorrhage, pulmonary vasculi-
tis, diffuse alveolar damage (acute respiratory distress syndrome), 
pulmonary edema, bronchioloalveolar carcinoma, Niemann-Pick 
disease, and radiation pneumonitis, as well as Pneumocystis, viral, 
lipoid, mycobacterial, interstitial, and eosinophilic pneumonia.
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Figure 2. Axial (A), coronal (B), and sagittal (C) MDCT scans of the right lung showing diffuse, marked thickening of the interlobular and intralobular septa, ac-
companied by ground-glass opacity of the lung parenchyma, characteristic of the crazy-paving pattern. Note also the irregularity with the pleural surface and the 
thickening of the fissures (arrowheads).

Retroperitoneal Ewing’s sarcoma/embryonal tumor: a rare differential 
diagnosis of back pain

Dear Editor,

A previous healthy 17-year-old female was referred to a 
rheumatology clinic due to a 6-month history of lower back 
pain. Her pain worsened at night and did not radiate. During  
that 6-month period, she had lost weight (5 kg). An initial evalu-
ation produced normal cardiovascular and abdominal find-
ings. She had pain on lumbar spine palpation and pain when 
her sacroiliac joints were examined (Patrick’s test). Laboratory  
tests showed normal blood smear results and normal levels of 
inflammatory markers. While waiting for a magnetic resonance 
imaging (MRI) scan of her sacroiliac joint, she returned with 
significant worsening of her pain and weakness in her right leg. 
Examination showed grade 3 muscle strength and an absence 

of the ipsilateral patellar reflex. MRI revealed a right paraverte-
bral mass, with intradural and foraminal components, showing 
a signal that was, in comparison with the muscle signal, pre-
dominantly isointense (with a hyperintense component indicat-
ing hemorrhage) on T1-weighted images and isointense (with a 
hyperintense necrotic component) on T2-weighted images (Fig-
ure 1). Ultrasound-guided biopsy revealed an undifferentiated 
small round-cell morphology. Immunohistochemistry staining 
suggested a member of the Ewing’s sarcoma/embryonal tumor 
(ES/ET) family (Figure 2). The patient was submitted to chemo-
therapy, which did not elicit an adequate response.

ES/ETs belong to a rare group of malignant neoplasms with 
small round-cell morphology. Although these tumors arise from 
a common precursor cell, each entity represents a different ex-
pression of the same neoplasm, characterized by distinct cellu-
lar differentiation or anatomic location(1).




