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INTRODUCTION AND IMPORTANCE: Malignant rhabdoid tumours (MRTs) were first described as an infre-
quent variant of Wilms’ tumour and have been reported in several organs. The small intestine is a rare
site for MRTs.
CASE PRESENTATION: A 70-year-old man presented with appetite loss and melena. Haemorrhagic small
intestinal tumours, swollen mesenteric and paraaortic lymph nodes, a tumour in the left kidney, and mul-
tiple tumours in the lung were found. He underwent partial resection of two haemorrhagic small intestinal
tumours classified as MRTs based on the results of a pathological examination. However, melena appeared
again on postoperative day 6. We performed another operation and resected approximately 180 cm of
the small intestine that contained multiple tumours. All lesions were classified as MRTs. Unfortunately,
melena appeared again 4 days after the second operation. He did not want invasive therapy and died
from massive melena 2 months after the initial surgery.
CLINICAL DISCUSSION: MRTs of the small intestine are uncommon and have an extremely poor prognosis.
Although curative resection is an important treatment, cases of metastasis at diagnosis and postoperative
early recurrence have been observed, as was the case for the patient described herein. In these cases,
effective systemic therapy is necessary. Recently, tumour suppressor genes were shown to be involved
in the occurrence of MRT, and new therapies for MRT have been studied.
CONCLUSION: We herein conclude effective systemic therapy is necessary for MRTs with multiple organ
involvement. The development of new drugs for this disease is ongoing.
© 2021 The Authors. Published by Elsevier Ltd on behalf of IJS Publishing Group Ltd. This is an open
access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
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1. Introduction

Malignant rhabdoid tumours (MRTs), first described as a sub-
type of Wilms’ tumour in the kidneys of children, have a poor
prognosis [1]. At present, MRTs have been reported in several
organs [2]; however, MRTs of the small intestine are exceedingly
rare. We herein describe an aggressive case of MRTs of the small
intestine with multiple organ involvement that recurred in the
early postoperative period.

This case report is in line with the SCARE criteria [3].

2. Presentation of case

A 70-year-old man with a past medical history of catheter
ablation for tachyarrhythmia, hypertension, diabetes, and hyper-
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lipidaemia presented to our emergency department with appetite
loss and melena. There was nothing particular in his family his-
tory. His haemoglobin level dropped to 6.6 g/dL. No lesions were
detected by upper gastrointestinal endoscopy and colonoscopy.
Small bowel enteroscopy showed a haemorrhagic tumour at the
upper jejunum. Contrast-enhanced computed tomography (CECT)
revealed two tumours in the small intestine, swollen mesenteric
and paraaortic lymph nodes, a left tumour in the kidney and mul-
tiple tumours in the lung (Fig. 1). We prioritized surgery over a
histological examination since small intestinal tumour haemor-
rhaging necessitated frequent blood transfusions. There were no
ascites or dissemination. We partially resected two small intesti-
nal tumours measuring 6 cm and 1.5 cm and reconstructed the
intestine with end-to-end anastomosis, confirming no other haem-
orrhagic lesions. The tumours appeared dark red, with an irregular
surface (Fig. 2).

Histologically, neoplastic cells were composed of eosinophilic
cytoplasms and unevenly distributed nuclei and exhibited
extensive hyperchromatic nucleoli proliferation (Fig. 3). Immuno-
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Fig. 2. The tumours appeared dark red, measuring 6 x 5.5 cm and 1.5 x 1 cm, and had irregular surfaces.

histochemical examination revealed the expression of cytokeratin Unfortunately, melena appeared again on postoperative day
and vimentin in the neoplastic cells. These cells were negative 6, and frequent blood transfusions were required. Although we
for the epithelial membrane antigen, myogenin and myoglobin. detected a small intestinal haemorrhage from capsule endoscopy
Thus, we diagnosed the patient with MRTs of the small intes- and scintigraphy for gastrointestinal bleeding, a catheter-related
tine. bloodstream infection of methicillin-resistant coagulase-negative
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Table 1
Clinical features of reported cases of malignant rhabdoid tumour of the small intestine.
Case  Author Age  Sex  Location Max size Metastasis at Treatment Time to Site of recurrence Outcome
diagnosis recurrence
1 Lee 58 M Duodenum 5cm Small intestine, Duodenotomy, - - Dead/11
mediastinal lymph radiation days
nodes
2 Chen 54 M Jejunum 10 cm Regional lymph Partial resection of 2 weeks Liver, pelvic cavity, Dead/1
nodes the small intestine peritoneum, month
sigmoid colon
3 Al-Nafussi 65 M Jejunum 8cm None Partial resection of 3 months Anastomotic site, Dead/3
the small intestine adrenal gland, months
cervical and
paratracheal lymph
nodes
4 Amrikachi 70 F Small 12 cm None Partial resection of 8 months Pancreas, Dead/10
intestine the small intestine retroperitoneum months
5 Abdulkader 56 M ileum 10 cm ND Partial resection of No - Alive/18
the small intestine recurrence months
6 Abdulkader 58 M Small 6 cm Adrenal glands, Partial resection of - - Dead/Posto-
intestine liver the small intestine peratively
7 Kunze 52 M Jejunum 4.5 cm Adrenal gland, Partial resection of - - Dead/2
lung, thoracic wall the small intestine weeks
8 Salamanca 70 M Jejunum 9cm Adrenal gland, Partial resection of - - Dead/8
liver, pleura, the small intestine, months
peripancreatic, chemotherapy
mediastinal and
supraclavicular
lymph nodes
9 Sheikh 52 Small 3 cm Regional lymph Partial resection of No - Alive/5
intestine nodes the small intestine recurrence years
10 Toth 81 M ileum 9cm None Partial resection of 5 months Abdominal wall, Dead/7
the small intestine ileum, peritoneum months
11 Voglino 76 M Jejunum 9cm Regional lymph Partial resection of ND ND Dead/2
nodes the small intestine months
12 Alejandro 64 ND  Jejunum ND Adrenal gland Chemotherapy ND ND Alive
13 Present 70 M Small 5cm Kidney, lung, Partial resection of - - Dead/2
Case intestine regional and the small intestine months

paraaortic lymph

nodes

GI: gastrointesinal, ND: no detected.

Fig. 3. Histological and immunohistochemical features.

Rhabdoid cells exhibited eosinophilic cytoplasms, unevenly distributed nuclei and
substantial hyperchromatic nucleoli proliferation (haematoxylin and eosin stain-
ing).

staphylococci and purulent discitis occurred. The patient contin-
ued to exhibit a high fever and inflammation despite daptomycin
treatment, which hindered another operation. Melena persisted,
and his general condition gradually deteriorated; thus, we per-
formed another operation on postoperative day 52. Two tumours
measuring 5 cm and multiple small tumours were observed in the

small intestine. These lesions were undetectable from the intestinal
lumen by upper gastrointestinal endoscopy during the operation,
and we thus resected approximately 180 cm of the small intestine
with gross lesions at the serosa. We confirmed that no other lesions
were apparent. All resected tumours were classified as MRTs, as
they exhibited the same properties as those observed in the pre-
vious histopathological examination. Although he presented with
melena again on 4 days after reoperation, he received the best sup-
portive care in line with his requests. He died from massive melena
probably caused by MRTs 2 months after the initial surgery.

3. Discussion

In 1978, MRT was first reported as a subtype of Wilms’ tumour
by Beckwith and his colleagues [1]. Currently, MRTs have been
reported in several organs [2]. MRTs of the small intestine in adults
are rare, and we found only 12 cases in PubMed [4,5]. The data
from these cases and ours are summarized in Table 1. Only one
patient was female. The median patient age was 64 (range 52-81)
years, and the maximum size of the primary tumour was 8.5 (range
3-12) cm. All patients except for one underwent tumour resection.
Each patient received postoperative radiotherapy or chemother-
apy. Only one patient survived for longer than 5 years, and he
underwentresection of the main tumour and regional lymph nodes.
The performance of gross total resection and localized disease
are better prognostic factors for children with MRT [6]. Curative
resection is considered the most important treatment for MRT
in adults; however, there are cases of extremely poor progno-
sis for patients with metastasis at diagnosis or recurrence in the
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early postoperative period, and multimodal therapy is thus needed.
Postoperative chemotherapy and radiotherapy have led to good
outcomes in some paediatric MRT cases [6] and thus might be help-
ful for adults. In addition, new MRT therapies have been developed
based on genetic findings. A mutation of SMARCB1 (SNF5/INI1), a
tumour suppressor gene on chromosome 22q11.2, was detected in
MRT [7], and loss of SMARCB1 was shown to result in the altered
expression of key cell cycle regulators and in the reversal of cell
cycle arrest [8]. The cyclin-dependent kinase 4/6 inhibitor riboci-
clib displayed preclinical activity in MRT models, and the study
was conducted for future clinical use [9]. Moreover, Phase Il study
of alisertib which is aurora A kinase inhibitor for MRTs is ongoing
[10].

4. Conclusion

MRTs of the small intestine in adults are extremely rare and
aggressive. Effective systemic therapy is necessary for MRTs with
multiple organ involvement, like ours. The aetiology of MRTs has
gradually been elucidated, and new therapeutic drugs for this dis-
ease are expected.
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