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An unusual presentation of a neuroblastoma
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\ Abstract

Neuroblastoma (NB) and Wilms tumor (WT) are very common tu-

mors of the pediatric patient and can be sometimes difficult to make a
differential diagnosis based only on the imaging findings. We present

J the case of a little patient who presented to our department with an
abdominal mass in the left abdominal region, where the lesion pre-

sented elements at imaging which led to the diagnosis of a WT in a
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context of negativity of the urinary catecholamines. The lesion was
treated with chemotherapy, although given the lack of response of the
mass, was then conducted a biopsy that led to the diagnosis of NB of

the surrenal gland.

Archived: www.jcimcr.org
Copyright: © Pizzicato P (2022).
DOI: www.doi.org/10.52768/2766-7820/2020

Introduction

CNB is a malignant tumor that originates from neural crest
cells, is the most common tumor in children under the age of
1 year [1]. Patients with localized disease are often asymptom-
atic or may present with abdominal distension and pain [2].
This type of tumors appears heterogeneous, not well delimited,
which can extend beyond the midline [3], with calcifications in
between 80% and 90% of cases [4].

Case report

A 3-year-old female patient presented to our emergency de-
partment with fever, abdominal distension and constipation.
Physical examination identified a palpable mass in the left ab-
dominal region. Routine laboratory tests revealed anemia was
present: (RBC = 3.76 10° / ul, Hb = 8.30 g/dl; MCV= 71.00 fl (vn:
75.00-95.00)); LDH= 1660 U/L, PCR= 19.41 mg/L, Iron 27 pg/dI
(vn: 30-120), ESR = 65 mm (vn: 1-15). Homovanillic Acid (HVA),

Keywords: Wilms Tumor (WT); Neuroblastoma (NB); SIOP.

Vanillylmandelic Acid (VMA) and 5-OHindolacetic acid were
within normal limits negative [23.2 mg/L (nv 0.00-22.00); 6.5
mg/L (nv 0.00-11.00) and 8.8 mg /L (nv: 1.2-16.2), respectively].

To evaluate the abdominal mass, an ultrasound examination
of the abdomen was performed (Figure 1a,1b). It revealed an
extensive solid polylobulate formation, diffusely in homoge-
neous. At the MRI of the abdomen with contrast medium than
performed (Figure 2a,2b) the mass was isointense in the T1 and
globally hyperintense in the T2; there were hyperintense areas
in both T1 and T2, suggestive for post-hemorrhagic areas. The
mass seemed to origin from the kidney. The “claw-sign” was
present (Figure 2c).

No other lesions were found. This imaging findings were typ-
ical of WT so that chemotherapy was started directly, according
to the UMBRELLA protocol. When our patient made the second
MRI of follow-up of the abdomen (Figure 3a,3b) the mass was
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Figure 1(A,B): Ultrasound of the abdomen showed the presence of
a heterogeneous abdominal mass.
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Figure 2(A,B,C): Ultrasound of the abdomen showed the presence
\ of a heterogeneous abdominal mass.
o

Figure 3(A,B): Ultrasound of the abdomen showed the presence of
\\a heterogeneous abdominal mass.
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slightly increased in size although the therapy. Given this lack
of response, in the suspicion of a NB, a biopsy of the mass was
performed, that confirmed the diagnoses. In addition, a Scintig-
raphy with Metaiodobenzilguanidin (MIBG) (Figure 4a,4b) was
performed which showed iperaccumulations around the lesion
with sparing of the central area.

Discussion

Calcifications are uncommon in WT, only in 9% of the cases
[5], while the so-called “Claw-sign”, which refers to the sharp
angles that parenchyma forms around the mass is typically as-
sociated with WT [3]. The age of onset is an important element
to consider in the differential diagnosis between WT and NB
[6], and our patient was in the peak incidence of WT. In addi-
tion, the urinary cathecolamines, which are positive in about
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Figure 4(A,B): Scintigraphy with Metaiodobenzilguanidin (MIBG).

It shows iperaccumulations around the lesion with sparing of the
| central area (necrotic-hemorragic areas). ‘
o J
90% of neuroblastoma cases [7], were negative. In our patient
the severe inhomogeneity, the intralesional hemorrhages, the
absence ofcalcifications and the fact that the mass appeared
to be of renal parenchyma led to thediagnosis of Wilms tumor.
This hypothesis was also supported by the negativity of urinary-
catecholamines at the time of diagnosis.

According to the International Society of Pediatric Oncology
(SIOP), pre-operative chemotherapy with subsequent radical
nephrectomy [8] is the clinical strategy in the management of
WT. The protocol also recommends that for WT, the diagnosis
should be made on the behalf of the imaging findings and bi-
opsy is not generally necessary [9]; medical treatment is usually
started directly with consequent follow-up. Our little patient
therefore begun the cytoreductive therapy. After evaluating the
lack of response of the mass, since the increased volume evalu-
ated in the follow-up MRI, it was decided to carry out atru-cut
biopsy of the mass. The histological examination demonstrated
a Neuroblastoma poor stroma (poorly differentiated). NB tends
to infiltrate the bone marrow and to evaluate the presence of
marrow invasion, it is performed bilateral marrow aspirates. On
the other hand, the Scintigraphy with Metaiodobenzilguanidin
(MIBG) is used to evaluate the presence of bone metastasis for
the staging.

Conclusion

In conclusion, the differential diagnoses between WT and
NB, that together represent about the 50% of abdominal mass-
es in pediatric age, it is not always possible with imaging, as in
this case. The mass presented all the radiological characteristics
of a WT, which led to the initial misdiagnosis.
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