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Abstract

Desmoplastic small round cell tumor is a very rare soft tissue sarcoma with a bleak prognosis and short
patient survival. The most common occurrence is in 20-30-year-old men. Our study presents the case report
of a 40-year-old patient who was diagnosed with this sarcoma. The first symptom of the illness was an
incarcerated epigastric hernia with sarcoma metastasis resembling an intestinal loop in an ultrasound image.
The fluorescence in situ hybridization (FISH) method showed a fusion of the EWS and WT1 genes. Systemic
palliative chemotherapy using the VDC-IE (vincristine, doxorubicin, cyclophosphamide, ifosfamide, and
etoposide) regimen was chosen instead of further surgery due to the disease's generalization. However, the
therapy failed to halt the disease progression and was thus terminated after 18 months. The patient's overall
survival was 19 months. The rare character of this disease complicates the diagnostics in clinical practice.
Nevertheless, rare sarcomas should be considered in patients with non-specific abdominal symptoms,
including patients with incarcerated ventral hernia.
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Introduction

Desmoplastic small round cell tumor (DSRCT) is a rare malignant neoplasm with a very aggressive behavior.
It was first described in 1989 by William L. Gerald and Juan Rosai, who then formally named it in 1991 [1].
The incidence of DSRCT ranges from 0.2 to 0.74 cases per million people per year [2-4], and it most
commonly affects young adults aged 20-30 [5], with a male-to-female predominance of 4:1 [6]. The method
of how to visualize and map the genetic material in an individual's cells including specific genes or portions
of genes to diagnose the chromosomal abnormalities and other genetic mutations is called fluorescence in
situ hybridization (FISH). On the molecular level, the diagnosis is established by observing a reciprocal
balanced chromosome translocation t(11;22) (p13;q12) that leads to a fusion of the EWS and WT1 genes,
producing a chimeric protein with transcriptional regulatory activity [7]. The chimeric transcription factor
regulates the expression of specific target genes, such as growth factor receptor, platelet-derived growth
factor, receptor for insulin-like growth factor, and receptor for epidermal growth factor [8]. The
dysregulation leads to tissue differentiation, proliferation, and adhesion and metastasis of tumor cells.
DSRCT most often originates on the surface of the peritoneum in the abdominal and pelvic cavity and has
already spread widely when discovered [9]. In rare cases, the primary tumor develops extra-abdominally in
the kidney, ovary, testes, cervical lymph node, liver, parotid gland, and submaxillary gland, intraspinally or
subcutaneously [10]. There are no known risk factors related to the development of this disease, and the
pathogenesis remains unclear [11].

DSRCT is usually underdiagnosed as it often manifests itself only with non-specific symptoms depending on
the affected area. For the most common intra-abdominal localization, the presentation includes non-specific
dull abdominal pains and disorders of the intestinal passage. However, DSRCT can be asymptomatic for a
long period, and the symptoms usually present at the late stage. In a few cases, there was described DSRCT
with umbilical or inguinal hernia. We report a very unusual initial manifestation of the sarcoma as an
incarcerated epigastric ventral hernia.

Case Presentation

The patient, who first presented in 2023 [12], was a 40-year-old male, suffering from gastroesophageal reflux
disease on proton pump inhibitor therapy with no history of abdominal surgery. He was treated in our
surgical outpatient clinic for a painful resistance in the abdominal wall. He stated that he had noticed a
bulge in his abdomen wall for a long time. Now, he felt stiffness and pain in the area of resistance for two
months, especially when sneezing. He had no intestinal tract disorder and no other symptoms, and he was
without weight loss. Clinically, there was a palpable immobile hard resistance characteristic of an
incarcerated epigastric linea alba hernia, measuring 8x6x5 cm. On palpation, the resistance was painful, and
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the rest of the abdomen was normally palpable, soft, painless, and without peritoneal irritation. Based on
the clinical investigation, we suspected an incarcerated hernia. However, the laboratory findings revealed
normal levels of leukocytes and C-reactive protein, and the abdominal X-ray showed no abnormalities. We
followed with the ultrasound of the abdomen, which described an incarcerated hernia with contents
resembling a thin loop with free fluid and a hypoechogenic mass of unclear etiology, leading to a referral of
the patient to our department for an urgent surgical revision. There was no preoperative CT scan performed.

A hernia sac was dissected intraoperatively with a surprising finding after its opening. The content of the
hernia sac was the incarcerated omentum, which had a white elastic resistance of ovoid shape, size 3x2x2
cm. A metastatic tumor process was suspected. After cutting the hernia gate, it was decided to enlarge the
surgical wound in the sense of an exploratory laparotomy. The entire omentum was covered with white
metastases of 2 cm in size (Figure 1), and there were also metastases of 1.5 cm in size all over the
retroperitoneum, in the pelvic cavity, on the liver, and on the peritoneum of the anterior abdominal wall. A
larger tumorous mass was located on the mesoappendix and part of the ascending colon. The intestine was
collapsed, and peristalsis was present, without signs of stenotic lumen of the intestine. Numerous
resistances were also palpable in the liver. We performed a resection of the encrusted part of the omentum
with metastases followed by a biopsy from another deposit intra-abdominally. The biopsy specimens were
sent for histopathological examination. No further surgical intervention was indicated for the generalization
of the disease.

FIGURE 1: Intraoperative finding

(A) The laparotomy with anteposed omentum with white ovoid metastases (green arrows).

(B) The laparotomy with anteposed omentum and thin bowel loop covered with metastases (green arrows).

Postoperatively, the patient had standard wound healing and was discharged to outpatient care on the
seventh postoperative day in a clinically stable condition. The results of the staging CT scan were consistent
with the intraoperative findings of multiple metastases in the omentum, liver, and peritoneum and a
massive tumor in the ascending colon (Figure 2).
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FIGURE 2: Staging CT examination (venous phase)

(A) Anteroposterior reconstruction with the largest tumorous mass situated in the area of the ascending colon (red
circle), paraaortal malignant lymph node (yellow circle), and liver metastasis (green arrow).

(B) Lateral reconstruction of the abdomen with liver metastasis (green arrow) and tumorous mass in the area of
the ascending colon (red circle).

However, negativity of the oncomarkers Ca19-9 and CEA did not support the clinical assumption of a
generalized colorectal tumor. Histology showed that it was a rare type of soft tissue sarcoma (Figure 3), and
the FISH method demonstrated the rearrangement of the EWS-WT1 gene which, together with the tumor
morphology and immunophenotype, established the diagnosis of DSRCT.

FIGURE 3: Histological sample

Hematoxylin/eosin, captured tumor structures with desmoplastic stroma, small hyperchromic cells with blue nuclei
with only rarely visible nucleoli. Necrotic cells are highlighted by red circles.

After consultation with the sarcoma center, the patient was referred to an oncologist. Due to the extent of
the disease with a poor prognosis and a typical survival of about 1-1.5 years, palliative chemotherapy was
indicated, followed by restaging after three months and further therapy depending on response. Systemic
chemotherapy (CHT) was planned in the VDC-IE (vincristine, doxorubicin, cyclophosphamide, ifosfamide,
and etoposide) regimen, alternating every two weeks, a combination also used in the treatment of other
sarcomas (e.g., Ewing's sarcoma).
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Palliative CHT started two months after the first biopsy (Figure 4) via a PICC vascular port. According to the
schedule, CHT was always administered during hospitalization. In total, the patient received five cycles of
VDC and four cycles of IE and was subsequently hospitalized for myelotoxicity (with anemia, neutropenia,
and thrombocytopenia). CHT was continued after restaging CT, which showed stable disease, with another
nine cycles of VC (no doxorubicin, no IE for myelotoxicity). After a year of CHT application, it was
discontinued due to persistent neutropenia and new pathological nodules on CT. Subsequently, the patient
was treated with pazopanib until disease progression. The patient was diagnosed with nephrolithiasis as an
intercurrent during oncology therapy, and bilateral JJ stents were urgently inserted with one elective
replacement. During the insertion of JJ stents, the patient aspired and developed a mild pneumonia, which
was treated with a double combination of antibiotics (cefotaxime and metronidazole). The patient's follow-
up was limited to repeated spasmodic abdominal pain and a slight weight loss during the entire follow-up
period without any passage disorders. Eighteen months after the diagnosis, the oncological therapy was
terminated due to the progression of findings on the CT restaging: metastases in the S3 segment of the
lungs, progression of metastases spread in the peritoneum, progression of the number and size of liver
metastases, and dilatation of the left renal pelvicalyceal system despite the JJ stent (Figure 5). The oncologist
referred the patient to mobile hospice care for the best supportive care. His anesthesia was achieved by an
epidural catheter and opiate patches. The patient's overall survival was 19 months.

Month Therapy Event
0 Surgical procedure, biopsy, CT staging
1 Definitive histology, Multidisciplinary team
2
3
4 CHT VDC/ IE (4 cycles)
5
6 CT restaging - stable disease, Myelotoxicity
7
8 CT restaging - stable disease
9
10
11 CHT VC (9 cycles)
12
13
14 CT restaging - progression (lymph nodes), neutropenia
15
16 Pazopanib
17
18 CT restaging - severe progression,
Best supportive care
19 Death of the patient

FIGURE 4: Flowchart of the therapy

The flowchart depicts the timeline from the first medical contact to the death of the patient. Black arrows represent
the pharmaceutical therapy intervals.

CHT: chemotherapy; VDC/IE: vincristine, doxorubicin, cyclophosphamide, ifosfamide, and etoposide
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FIGURE 5: Restaging CT examination at 18 months (venous phase)

(A) Anteroposterior reconstruction with the progression of paraaortal malignant lymph nodes (yellow circles).

(B) Lateral reconstruction of the abdomen with liver metastases (green arrows) and tumorous mass in the area of
the ascending colon (red circle).

Discussion

Sarcomas are a diverse group of malignant tumors that arise from connective tissue. They originate from
mesenchymal cells that normally differentiate into muscle, fat, vascular, bone, fibrous, or cartilaginous
cells. The most common sarcomas arise from soft tissue (liposarcoma, rhabdomyosarcoma, leiomyosarcoma,
fibrosarcoma, and others), while the rarer forms arise from bone (osteosarcoma, chondrosarcoma, Ewing's
sarcoma) [13]. DSRCT is a rare subset of soft tissue sarcomas.

Therapeutic options include surgical resection, CHT, radiotherapy, and targeted therapy. However, complete
surgical resection is usually not possible due to the presence of multiple neoplastic nodules and the strong
ability of the tumor to metastasize. For larger tumors, the resection is usually performed after 3-4 cycles of
CHT. In some cases, the peritoneal tumor masses are removed using the tangential dissection technique.
Another important role of surgery is to relieve some symptoms, such as intestinal obstruction, which occurs
in up to half of patients. Successful resection is followed by adjuvant radiotherapy with an external dose of
30 Gy to the abdomen and pelvic cavity. CHT is recommended for all patients, including advanced and
inoperable stages, as well as in palliative therapy, because the tumor shows high chemosensitivity, even if
only with a short-lasting effect. A specific protocol is not recommended, and CHT drugs such as vincristine,
doxorubicin, cyclophosphamide, ifosfamide, and etoposide are used. Another therapy option is
hyperthermic intraperitoneal chemotherapy (HIPEC) using doxorubicin and cisplatin. HIPEC is considered
for extensive intra-abdominal metastases, but its role remains controversial [ 14]. Targeted therapies include
the use of a platelet-derived growth factor inhibitor (pazopanib, sunitinib, and others), an androgen receptor
inhibitor (e.g., enzalutamide), and antibodies against the immunomodulatory molecule B7TH3
(enoblituzumab) [11].

Average patient survival ranges from 1.5 to 2.5 years, and 15% survive for more than five years. The
combination of successful surgical resection with adjuvant CHT achieves three-year survival in 58% of cases
[15]. Other authors report a median survival of 34 months for operable and 14 months for inoperable
findings [16].

Common features with the described behavior of DSRCT can be found in the presented case report. The
patient was a young man who had been asymptomatic for a long time. This sarcoma was an intra-abdominal
form with multiple metastases without a bowel passage disorder. However, its first manifestation as an
incarcerated ventral hernia was highly unusual. Only a few similar cases were reported in the literature. We
found three cases of inguinal or scrotal hernia and the study of 32 patients suffering from DSRCT, where
umbilical hernia was presented in only four patients and no ventral hernia in the epigastric area was
described [17-20] (Table 7).
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Publication
Ibilibor et al. [17]
Kruger et al. [18]
Sedig et al. [19]
Lae et al. [20]
Lae et al. [20]
Lae et al. [20]

Lae et al. [20]

Gender

Male

Male

Male

Male

Male

Male

Male

Age (years) Location Treatment Follow-up

35 Scrotal hernia S, CHT, RT AWD, 19 mo
2 Inguinal hernia CHT, S, A, RT AWR, 34 mo
14 Inguinal hernia S, CHT, RT AWR, 24 mo
32 Umbilical hernia S, CHT, RT DOD, 30 mo
14 Incarcerated umbilical hernia S DOD, 10 mo
15 Umbilical hernia S, CHT DOD, 16 mo
30 Umbilical hernia CHT DOD, 17 mo

TABLE 1: Details of cases of DSRCT with hernia reported in the literature

DSRCT: desmoplastic small round cell tumor; A: antibody therapy; AWD: alive with disease; AWR: alive with remission; CHT: chemotherapy; DOD: dead
of disease; mo: months; RT: radiotherapy; S: surgery resection

The finding was so surprising that even to an experienced radiologist, the ultrasound image of the contents
of the hernia sac resembled an incarcerated thin loop, while intraoperatively an omentum with a metastasis
was found. Spontaneous reposition of a thin loop may have occurred during the induction of anesthesia, but
the induction was intentionally performed without myorelaxation, and all intestinal loops were vital during
revision. For patients with indeterminate abdominal disorders, it is necessary to perform a diagnostic
ultrasound and, in case of uncertainty, proceed to CT or MRI. Surgery could still be preceded by PET-CT
when non-specific nodules are found, but this was not our case because the patient was indicated for
surgical revision, and exploratory laparotomy should also be considered in unclear cases.

Histologically, tumor structures with a desmoplastic stroma interspersed with bands and spindles of small
hyperchromic cells with blue nuclei, in which nucleoli were only rarely visible, with focal necrosis and
spindles in the center of the tumor (Figure 3). Lymphovascular propagation of the tumor was found in
several places. The rearrangement of the EWS-WT1 gene has been proven to accurately diagnose the disease.
There are no known risk factors or specific oncomarkers for this disease, and DSRCT is not suitable for
general screening. Due to the rapid spread of the metastases, the chance of its detection in the initial stages
with the possibility of RO resection is very small. All this contributes to short median patient survival.

Conclusions

DSRCT is a rare soft tissue sarcoma that is not well-known in routine medical practice due to its low
incidence. The tumor develops more often in younger men. Symptoms of the disease tend to be non-
specific, and sarcoma is often underdiagnosed, which contributes to the short survival of patients with this
tumor. The fusion of EWS and WT1 is characteristic for DSRCT, and systemic CHT is often used because the
tumor is chemosensitive. We should consider the possibility of rare sarcomas in patients with non-specific
abdominal symptoms. We should perform an ultrasound and CT scan of the abdomen in patients with
otherwise unexplainable abdominal problems. In uncertain clinical cases, we should always perform a biopsy
from the suspected resistance. In rare cases, the incarcerated ventral hernia could be the first manifestation
of the sarcoma.

Additional Information
Author Contributions

All authors have reviewed the final version to be published and agreed to be accountable for all aspects of the
work.

Concept and design: Matej Pekaf, Zdenék Janda
Acquisition, analysis, or interpretation of data: Matej Pekat, Zdenék Janda, Kristyna Frankova
Drafting of the manuscript: Matej Pekar

Critical review of the manuscript for important intellectual content: Matej Pekar, Zdenék Janda,
Kristyna Frankova

Disclosures

2024 Pekar et al. Cureus 16(6): €61729. DOI 10.7759/cureus.61729

60f7


javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)

Cureus

Part of SPRINGER NATURE

Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
info: All authors have declared that no financial support was received from any organization for the
submitted work. Financial relationships: All authors have declared that they have no financial
relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
relationships or activities that could appear to have influenced the submitted work.

Acknowledgements

This study was supported by Specific University Research Grant no. MUNI/A/1547/2023 provided by the
Ministry of Education, Youth, and Sports of the Czech Republic. The authors want to thank Daniel Danis for
his help with the editing of the manuscript.

References

1. Gerald WL, Rosai J: Case 2. Desmoplastic small cell tumor with divergent differentiation . Pediatr Pathol.
1989, 9:177-83. 10.3109/15513818909022347

2. Lettieri CK, Garcia-Filion P, Hingorani P: Incidence and outcomes of desmoplastic small round cell tumor:
results from the surveillance, epidemiology, and end results database. ] Cancer Epidemiol. 2014,
2014:680126. 10.1155/2014/680126

3. Subbiah V, Lamhamedi-Cherradi SE, Cuglievan B, et al.: Multimodality treatment of desmoplastic small
round cell tumor: chemotherapy and complete cytoreductive surgery improve patient survival. Clin Cancer
Res. 2018, 24:4865-73. 10.1158/1078-0432.CCR-18-0202

4. Honoré C, Delhorme JB, Nassif E, et al.: Can we cure patients with abdominal desmoplastic small round cell
tumor? Results of a retrospective multicentric study on 100 patients. Surg Oncol. 2019, 29:107-12.
10.1016/j.suronc.2019.04.002

5. Hendricks A, Boerner K, Germer CT, Wiegering A: Desmoplastic small round cell tumors: a review with
focus on clinical management and therapeutic options. Cancer Treat Rev. 2021, 93:102140.
10.1016/j.ctrv.2020.102140

6. Livaditi E, Mavridis G, Soutis M, et al.: Diffuse intraabdominal desmoplastic small round cell tumor: a ten-
year experience. Eur ] Pediatr Surg. 2006, 16:423-7. 10.1055/5-2006-924736

7. Gerald WL, Haber DA: The EWS-WT1 gene fusion in desmoplastic small round cell tumor . Semin Cancer
Biol. 2005, 15:197-205. 10.1016/j.semcancer.2005.01.005

8. Bulbul A, Fahy BN, Xiu ], Rashad S, Mustafa A, Husain H, Hayes-Jordan A: Desmoplastic small round blue
cell tumor: a review of treatment and potential therapeutic genomic alterations. Sarcoma. 2017,
2017:1278268. 10.1155/2017/1278268

9. LiR, LiuW, Ye L: Desmoplastic small round cell tumor of the abdomen: a case report . Medicine (Baltimore).
2023, 102:€35965. 10.1097/MD.0000000000035965

10. LiX, Yu]J, Fang S, Xing X, Zhao J: Desmoplastic small round cell tumor: a case report and review of the
literature. World J Surg Oncol. 2014, 12:9. 10.1186/1477-7819-12-9

11.  Wei G, Shu X, Zhou Y, Liu X, Chen X, Qiu M: Intra-abdominal desmoplastic small round cell tumor: current
treatment options and perspectives. Front Oncol. 2021, 11:705760. 10.3389/fonc.2021.705760

12. Pekar M, Janda Z, Frankova K: Incarcerated metastasis as the first manifestation of a rare sarcoma . Rozhl
Chir. 2023, 102:28-31. 10.33699/P15.2023.102.1.28-31

13.  Anderson W], Doyle LA: Updates from the 2020 World Health Organization Classification of Soft Tissue and
Bone Tumours. Histopathology. 2021, 78:644-57. 10.1111/his.14265

14. Reijers SJ, Siew CC, Kok NF, Honoré C, van Houdt WJ: Intra-abdominal desmoplastic small round cell tumor
(DSRCT) and the role of hyperthermic intraperitoneal chemotherapy (HIPEC): a review. Curr Oncol. 2023,
30:3951-63. 10.3390/curroncol30040299

15. Lal DR, Su WT, Wolden SL, Loh KC, Modak S, La Quaglia MP: Results of multimodal treatment for
desmoplastic small round cell tumors. | Pediatr Surg. 2005, 40:251-5. 10.1016/j.jpedsurg.2004.09.046

16. Biswas G, Laskar S, Banavali SD, et al.: Desmoplastic small round cell tumor: extra abdominal and
abdominal presentations and the results of treatment. Indian ] Cancer. 2005, 42:78-84. 10.4103/0019-
509x.16696

17.  Ibilibor C, Haynes A Jr, Sharma P: Large scrotal mass with multifocal intra-abdominal, retroperitoneal, and
pelvic metastases. Oncology (Williston Park). 2017, 31:676-9.

18.  Kruger E, Obasaju P, Dunn E, Lukish ], Goicochea L, Pratilas CA, Rhee DS: Desmoplastic small round cell
tumor presenting as an inguinal mass in a 2-year old boy. ] Pediatr Surg Case Rep. 2020, 58:101479.
10.1016/j.epsc.2020.101479

19. Sedig L, Geiger ], Mody R, Jasty-Rao R: Paratesticular desmoplastic small round cell tumors: a case report
and review of the literature. Pediatr Blood Cancer. 2017, 64:10.1002/pbc.26631

20. Lae ME, Roche PC, Jin L, Lloyd RV, Nascimento AG: Desmoplastic small round cell tumor: a
clinicopathologic, immunohistochemical, and molecular study of 32 tumors. Am ] Surg Pathol. 2002,
26:823-35. 10.1097/00000478-200207000-00001

2024 Pekar et al. Cureus 16(6): €61729. DOI 10.7759/cureus.61729 7of7


https://dx.doi.org/10.3109/15513818909022347?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.3109/15513818909022347?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1155/2014/680126?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1155/2014/680126?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1158/1078-0432.CCR-18-0202?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1158/1078-0432.CCR-18-0202?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.suronc.2019.04.002?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.suronc.2019.04.002?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.ctrv.2020.102140?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.ctrv.2020.102140?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1055/s-2006-924736?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1055/s-2006-924736?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.semcancer.2005.01.005?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.semcancer.2005.01.005?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1155/2017/1278268?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1155/2017/1278268?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1097/MD.0000000000035965?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1097/MD.0000000000035965?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1186/1477-7819-12-9?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1186/1477-7819-12-9?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.3389/fonc.2021.705760?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.3389/fonc.2021.705760?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.33699/PIS.2023.102.1.28-31?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.33699/PIS.2023.102.1.28-31?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1111/his.14265?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1111/his.14265?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.3390/curroncol30040299?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.3390/curroncol30040299?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.jpedsurg.2004.09.046?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.jpedsurg.2004.09.046?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.4103/0019-509x.16696?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.4103/0019-509x.16696?utm_medium=email&utm_source=transaction
https://pubmed.ncbi.nlm.nih.gov/29071694/?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.epsc.2020.101479?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1016/j.epsc.2020.101479?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1002/pbc.26631?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1002/pbc.26631?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1097/00000478-200207000-00001?utm_medium=email&utm_source=transaction
https://dx.doi.org/10.1097/00000478-200207000-00001?utm_medium=email&utm_source=transaction

	Desmoplastic Small Round Cell Tumor as a Rare Cause of an Incarcerated Epigastric Linea Alba Hernia: A Case Report and Literature Review
	Abstract
	Introduction
	Case Presentation
	FIGURE 1: Intraoperative finding
	FIGURE 2: Staging CT examination (venous phase)
	FIGURE 3: Histological sample
	FIGURE 4: Flowchart of the therapy
	FIGURE 5: Restaging CT examination at 18 months (venous phase)

	Discussion
	TABLE 1: Details of cases of DSRCT with hernia reported in the literature

	Conclusions
	Additional Information
	Author Contributions
	Disclosures
	Acknowledgements

	References


