
World Journal of
Clinical Cases

ISSN 2307-8960 (online)

World J Clin Cases  2021 January 6; 9(1): 1-290

Published by Baishideng Publishing Group Inc



WJCC https://www.wjgnet.com I January 6, 2021 Volume 9 Issue 1

World Journal of 

Clinical CasesW J C C
Contents Semimonthly Volume 9 Number 1 January 6, 2021

OPINION REVIEW

Necessary problems in re-emergence of COVID-191

Chen S, Ren LZ, Ouyang HS, Liu S, Zhang LY

REVIEW

COVID-19: An overview and a clinical update8

Krishnan A, Hamilton JP, Alqahtani SA, Woreta TA

ORIGINAL ARTICLE

Retrospective Cohort Study

Log odds of positive lymph nodes is a better prognostic factor for oesophageal signet ring cell carcinoma 
than N stage

24

Wang F, Gao SG, Xue Q, Tan FW, Gao YS, Mao YS, Wang DL, Zhao J, Li Y, Yu XY, Cheng H, Zhao CG, Mu JW

Modified procedure for prolapse and hemorrhoids: Lower recurrence, higher satisfaction36

Chen YY, Cheng YF, Wang QP, Ye B, Huang CJ, Zhou CJ, Cai M, Ye YK, Liu CB

Angiotensin converting enzymes inhibitors or angiotensin receptor blockers should be continued in 
COVID-19 patients with hypertension

47

Tian C, Li N, Bai Y, Xiao H, Li S, Ge QG, Shen N, Ma QB

Retrospective Study

Massively prolapsed intervertebral disc herniation with interlaminar endoscopic spine system Delta 
endoscope: A case series

61

Meng SW, Peng C, Zhou CL, Tao H, Wang C, Zhu K, Song MX, Ma XX

Primary lung cancer with radioiodine avidity: A thyroid cancer cohort study71

Lu YL, Chen ST, Ho TY, Chan WH, Wong RJ, Hsueh C, Lin SF

Is traumatic meniscal lesion associated with acute fracture morphology changes of tibia plateau? A series 
of arthroscopic analysis of 67 patients

81

Chen YD, Chen SX, Liu HG, Zhao XS, Ou WH, Li HX, Huang HX

Observational Study

Role of relaxin in diastasis of the pubic symphysis peripartum91

Wang Y, Li YQ, Tian MR, Wang N, Zheng ZC

SYSTEMATIC REVIEWS

Chinese medicine formulas for nonalcoholic fatty liver disease: Overview of systematic reviews102

Dai L, Zhou WJ, Zhong LLD, Tang XD, Ji G



WJCC https://www.wjgnet.com II January 6, 2021 Volume 9 Issue 1

World Journal of Clinical Cases
Contents

Semimonthly Volume 9 Number 1 January 6, 2021

Comparative profile for COVID-19 cases from China and North America: Clinical symptoms, 
comorbidities and disease biomarkers

118

Badawi A, Vasileva D

META-ANALYSIS

Polymerase chain reaction-based tests for detecting Helicobacter pylori clarithromycin resistance in stool 
samples: A meta-analysis

133

Gong RJ, Xu CX, Li H, Liu XM

CASE REPORT

Surgery-first for a patient with mild hemifacial microsomia: A case report and review of literature148

Song JY, Yang H, He X, Gao S, Wu GM, Hu M, Zhang Y

Late-onset non-islet cell tumor hypoglycemia: A case report163

Matsumoto S, Yamada E, Nakajima Y, Yamaguchi N, Okamura T, Yajima T, Yoshino S, Horiguchi K, Ishida E, Yoshikawa 
M, Nagaoka J, Sekiguchi S, Sue M, Okada S, Fukuda I, Shirabe K, Yamada M

Risk of group aggregative behavior during COVID-19 outbreak: A case report170

Zuo H, Hu ZB, Zhu F

Low-grade fibromyxoid sarcoma of the liver: A case report 175

Dugalic V, Ignjatovic II, Kovac JD, Ilic N, Sopta J, Ostojic SR, Vasin D, Bogdanovic MD, Dumic I, Milovanovic T

Treatment of Stanford type A aortic dissection with triple pre-fenestration, reduced diameter, and three-
dimensional-printing techniques: A case report

183

Zhang M, Tong YH, Liu C, Li XQ, Liu CJ, Liu Z

Hyperprolactinemia due to pituitary metastasis: A case report190

Liu CY, Wang YB, Zhu HQ, You JL, Liu Z, Zhang XF

Pulmonary thromboembolism after distal ulna and radius fractures surgery: A case report and a literature 
review

197

Lv B, Xue F, Shen YC, Hu FB, Pan MM

Myeloid neoplasm with eosinophilia and rearrangement of platelet-derived growth factor receptor beta 
gene in children: Two case reports

204

Wang SC, Yang WY

Sclerosing angiomatoid nodular transformation of the spleen: A case report and literature review211

Li SX, Fan YH, Wu H, Lv GY

Late recurrence of papillary thyroid cancer from needle tract implantation after core needle biopsy: A case 
report

218

Kim YH, Choi IH, Lee JE, Kim Z, Han SW, Hur SM, Lee J



WJCC https://www.wjgnet.com III January 6, 2021 Volume 9 Issue 1

World Journal of Clinical Cases
Contents

Semimonthly Volume 9 Number 1 January 6, 2021

Atypical adult-onset Still’s disease with an initial and sole manifestation of liver injury: A case report and 
review of literature

224

Yu F, Qin SY, Zhou CY, Zhao L, Xu Y, Jia EN, Wang JB

Type A aortic dissection developed after type B dissection with the presentation of shoulder pain: A case 
report

232

Yin XB, Wang XK, Xu S, He CY

Hemosuccus pancreaticus caused by gastroduodenal artery pseudoaneurysm associated with chronic 
pancreatitis: A case report and review of literature

236

Cui HY, Jiang CH, Dong J, Wen Y, Chen YW

Endoscopic treatment for acute appendicitis with coexistent acute pancreatitis: Two case reports245

Du ZQ, Ding WJ, Wang F, Zhou XR, Chen TM

Residual tumor and central lymph node metastasis after thermal ablation of papillary thyroid carcinoma: 
A case report and review of literature

252

Hua Y, Yang JW, He L, Xu H, Huo HZ, Zhu CF

Endoscopic salvage treatment of histoacryl after stent application on the anastomotic leak after 
gastrectomy: A case report

262

Kim HS, Kim Y, Han JH

Immunosuppressant treatment for IgG4-related sclerosing cholangitis: A case report267

Kim JS, Choi WH, Lee KA, Kim HS

Intraparenchymal hemorrhage after surgical decompression of an epencephalon arachnoid cyst: A case 
report

274

Wang XJ

Krukenberg tumor with concomitant ipsilateral hydronephrosis and spermatic cord metastasis in a man: A 
case report

278

Tsao SH, Chuang CK

Simultaneous bilateral acromial base fractures after staged reverse total shoulder arthroplasty: A case 
report

284

Kim DH, Kim BS, Cho CH



WJCC https://www.wjgnet.com IX January 6, 2021 Volume 9 Issue 1

World Journal of Clinical Cases
Contents

Semimonthly Volume 9 Number 1 January 6, 2021

ABOUT COVER

Editorial Board Member of World Journal of Clinical Cases, Dr. Antonio Corvino is a PhD in the Motor Science and 
Wellness Department of University of Naples “Parthenope”. After obtaining his MD degree from the School of 
Medicine, Second University of Naples (2008), he completed a residency in Radiology at the University of Naples 
Federico II (2014). Following post-graduate training at the Catholic University of Rome, yielding a second level 
Master’s degree in “Internal Ultrasound Diagnostic and Echo-Guided Therapies” (2015), he served on the directive 
board of Young Directive of Italian Society of Ultrasound in Medicine and Biology (2016-2018). His ongoing 
research interests involve ultrasound and ultrasound contrast media in abdominal and non-abdominal 
applications, mainly in gastrointestinal, hepatic, vascular, and musculoskeletal imaging. (L-Editor: Filipodia)

AIMS AND SCOPE

The primary aim of World Journal of Clinical Cases (WJCC, World J Clin Cases) is to provide scholars and readers from 
various fields of clinical medicine with a platform to publish high-quality clinical research articles and 
communicate their research findings online.  
      WJCC mainly publishes articles reporting research results and findings obtained in the field of clinical medicine 
and covering a wide range of topics, including case control studies, retrospective cohort studies, retrospective 
studies, clinical trials studies, observational studies, prospective studies, randomized controlled trials, randomized 
clinical trials, systematic reviews, meta-analysis, and case reports.

INDEXING/ABSTRACTING

The WJCC is now indexed in Science Citation Index Expanded (also known as SciSearch®), Journal Citation 
Reports/Science Edition, PubMed, and PubMed Central. The 2020 Edition of Journal Citation Reports® cites the 
2019 impact factor (IF) for WJCC as 1.013; IF without journal self cites: 0.991; Ranking: 120 among 165 journals in 
medicine, general and internal; and Quartile category: Q3. 

RESPONSIBLE EDITORS FOR THIS ISSUE

Production Editor: Yan-Xia Xing; Production Department Director: Yun-Xiaojian Wu; Editorial Office Director: Jin-Lei Wang.

NAME OF JOURNAL INSTRUCTIONS TO AUTHORS

World Journal of Clinical Cases https://www.wjgnet.com/bpg/gerinfo/204

ISSN GUIDELINES FOR ETHICS DOCUMENTS

ISSN 2307-8960 (online) https://www.wjgnet.com/bpg/GerInfo/287

LAUNCH DATE GUIDELINES FOR NON-NATIVE SPEAKERS OF ENGLISH

April 16, 2013 https://www.wjgnet.com/bpg/gerinfo/240

FREQUENCY PUBLICATION ETHICS

Semimonthly https://www.wjgnet.com/bpg/GerInfo/288

EDITORS-IN-CHIEF PUBLICATION MISCONDUCT

Dennis A Bloomfield, Sandro Vento, Bao-gan Peng https://www.wjgnet.com/bpg/gerinfo/208

EDITORIAL BOARD MEMBERS ARTICLE PROCESSING CHARGE

https://www.wjgnet.com/2307-8960/editorialboard.htm https://www.wjgnet.com/bpg/gerinfo/242

PUBLICATION DATE STEPS FOR SUBMITTING MANUSCRIPTS

January 6, 2021 https://www.wjgnet.com/bpg/GerInfo/239

COPYRIGHT ONLINE SUBMISSION

© 2021 Baishideng Publishing Group Inc https://www.f6publishing.com

© 2021 Baishideng Publishing Group Inc. All rights reserved. 7041 Koll Center Parkway, Suite 160, Pleasanton, CA 94566, USA

E-mail: bpgoffice@wjgnet.com  https://www.wjgnet.com

https://www.wjgnet.com/bpg/gerinfo/204
https://www.wjgnet.com/bpg/GerInfo/287
https://www.wjgnet.com/bpg/gerinfo/240
https://www.wjgnet.com/bpg/GerInfo/288
https://www.wjgnet.com/bpg/gerinfo/208
https://www.wjgnet.com/2307-8960/editorialboard.htm
https://www.wjgnet.com/bpg/gerinfo/242
https://www.wjgnet.com/bpg/GerInfo/239
https://www.f6publishing.com
mailto:bpgoffice@wjgnet.com
https://www.wjgnet.com


WJCC https://www.wjgnet.com 175 January 6, 2021 Volume 9 Issue 1

World Journal of 

Clinical CasesW J C C
Submit a Manuscript: https://www.f6publishing.com World J Clin Cases 2021 January 6; 9(1): 175-182

DOI: 10.12998/wjcc.v9.i1.175 ISSN 2307-8960 (online)

CASE REPORT

Low-grade fibromyxoid sarcoma of the liver: A case report

Vladimir Dugalic, Igor I Ignjatovic, Jelena Djokic Kovac, Nikola Ilic, Jelena Sopta, Slavenko R Ostojic, Dragan 
Vasin, Marko D Bogdanovic, Igor Dumic, Tamara Milovanovic

ORCID number: Vladimir Dugalic 
0000-0001-5087-9074; Igor I 
Ignjatovic 0000-0002-8281-4598; 
Jelena Djokic Kovac 0000-0003-4826-
0218; Nikola Ilic 0000-0002-5544-
1028; Jelena Sopta 0000-0001-8448-
9234; Slavenko R Ostojic 0000-0002-
1727-1080; Dragan Vasin 0000-0001-
8005-046X; Marko D Bogdanovic 
0000-0002-9412-2791; Igor Dumic 
0000-0002-5312-8812; Tamara 
Milovanovic 0000-0002-6608-5233.

Author contributions: Dugalic V 
and Ilic N performed surgery; 
Dugalic V and Igrnjatovic II wrote 
the paper, study conception and 
design; Bogdanovic MD and 
Ostojic SR analyzed and collected 
data; Dumic I performed language 
revision; Milovanovic T critical 
review of manuscript; Sopta J 
performed the histopatologic 
analysis; Kovac JD and Vasin D 
analyzed and interpreted the 
imaging findings; all authors 
issued final approval for the 
version to be submitted.

Informed consent statement: 
Informed written consent was 
obtained from the patient for 
publication of this report and any 
accompanying images.

Conflict-of-interest statement: The 
authors declare that they have no 
conflict of interest.

CARE Checklist (2016) statement: 
The authors have read the CARE 

Vladimir Dugalic, Igor I Ignjatovic, Slavenko R Ostojic, Marko D Bogdanovic, Department of 
Hepatobiliary & Pancreatic Surgery, Clinic for Digestive Surgery, Clinical Center of Serbia, 
Belgrade 11000, Serbia

Jelena Djokic Kovac, Dragan Vasin, Department of Radiology, Clinical Center of Serbia, 
Belgrade 11000, Serbia

Nikola Ilic, Clinic for Vascular and Endovascular Surgery, Clinical Center of Serbia, Belgrade 
11000, Serbia 

Jelena Sopta, Institute of Pathology, University of Belgrade, Belgrade 11000, Serbia

Igor Dumic, Mayo Clinic Health System, Mayo Clinic College of Medicine and Science, 
Rochester, NY 10029, United States

Tamara Milovanovic, Clinic for Gastroenterology and Hepatology, Clinical Center of Serbia, 
School of Medicine, University of Belgrade, Belgrade 11000, Serbia

Corresponding author: Tamara Milovanovic, MD, PhD, Professor, Clinic for Gastroenterology 
and Hepatology, Clinical Center of Serbia, School of Medicine, University of Belgrade, 2, Dr 
Koste Todorovica Street, Belgrade 11000, Serbia. tamara.alempijevic@med.bg.ac.rs

Abstract
BACKGROUND 
Low grade fibromyxoid sarcoma (LGFMS) is a rare and benign mesenchymal 
tumor with indolent course, most commonly found in young or middle-aged 
men. The majority of the LGFMSs are located in the trunk and deep soft tissue of 
the lower extremities. They appear as well circumscribed, although not 
encapsulated, which often leads to incomplete surgical resection. Despite their 
seemingly benign appearance, these tumors have aggressive behavior with high 
metastatic and recurrence rates. Accurate histopathologic examination of the 
specimen and its immunohistochemical analysis are mandatory for a precise 
diagnosis.

CASE SUMMARY 
We report a case of a 38 year-old-man who presented with jaundice and upper 
abdominal discomfort. Multi-detector computed tomography and magnetic 
resonance imaging showed a large left liver tumor mass, extending to the 
hepatoduodenal ligament. Left hepatectomy was performed with resection and 
reconstruction of hepatic artery and preservation of middle hepatic vein. 
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Histopathologic examination confirmed the tumor being a low-grade fibromyxoid 
sarcoma. Three and a half years after surgery, the patient died after being 
diagnosed with spine metastasis.

CONCLUSION 
Due to poor response to all modalities of adjuvant treatment, we consider that the 
focus of treatment should be on surgery as the only option for curing the disease.

Key Words: Fibromyxoid sarcoma; Liver; Resection; Histopathology; Case report

©The Author(s) 2021. Published by Baishideng Publishing Group Inc. All rights reserved.

Core Tip: Low grade fibromyxoid sarcoma (LGFMS) is very rare mesenchymal tumors 
with indolent course but aggressive biological behavior. There are no effective 
diagnostic procedures to achieve an accurate preoperative diagnosis. Symptoms are 
usually caused by compression on adjacent organs and structures. This report describes 
the case of a large left liver LGFMS in male patient, extending to the hepatoduodenal 
ligament, which was detected with abdominal ultrasound and confirmed by multi-
detector computed tomography and magnetic resonance imaging. Left hepatectomy 
was performed and the tumor was completely removed at laparotomy.

Citation: Dugalic V, Ignjatovic II, Kovac JD, Ilic N, Sopta J, Ostojic SR, Vasin D, Bogdanovic 
MD, Dumic I, Milovanovic T. Low-grade fibromyxoid sarcoma of the liver: A case report. 
World J Clin Cases 2021; 9(1): 175-182
URL: https://www.wjgnet.com/2307-8960/full/v9/i1/175.htm
DOI: https://dx.doi.org/10.12998/wjcc.v9.i1.175

INTRODUCTION
Low grade fibromyxoid sarcoma (LGFMS) is a rare, deceptively benign, mesenchymal 
tumor. It was first described by Evans in 1987[1]. All the reports of this tumor come 
from Asia and the western countries[2]. LGFMS accounts for less than 1% of all 
malignancies and typically develop in young or middle-aged men, with most common 
localization (in 50%) on the trunk and the lower extremities[3]. Other, frequently 
involved sites include the axilla, chest wall, inguinal region, and buttocks[4]. 
Intraabdominal LGFMSs are very rare, such as those in the retroperitoneum, small 
bowel mesentery, large bowel, falciform ligament and pancreas[2,5-8]. Three cases of 
pelvic LGFMS have been described previously[9]. In spite of their seemingly benign 
appearance, LGFMSs show aggressive behavior with high rates of tumor recurrence 
following surgery and high metastatic potential. These tumors are detected with 
standard imaging modalities such as ultrasound, multi-detector computed tomo-
graphy (MDCT) and magnetic resonance imaging (MRI). However, laboratory and 
imaging findings are nonspecific, and definitive diagnosis is obtained only after 
histopathologic and immunohistochemical (IHC) examination. In this report, we 
present a case of a large left liver LGFMS in a male patient, which was visualized by 
ultrasound, MDCT and MRI and completely surgically removed at laparotomy.

CASE PRESENTATION
Chief complaints
A 38-year-old man complained of upper abdominal pain and discomfort.

History of present illness
A 38-years-old man was admitted with jaundice, upper abdominal pain and 
discomfort.

http://creativecommons.org/Licenses/by-nc/4.0/
http://creativecommons.org/Licenses/by-nc/4.0/
http://creativecommons.org/Licenses/by-nc/4.0/
https://www.wjgnet.com/2307-8960/full/v9/i1/175.htm
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History of past illness
The patient suffered from depression but was healthy otherwise, without medical 
problems.

Personal and family history
The patient suffered from depression but was healthy otherwise, without medical 
problems.

Physical examination
Physical examination revealed a firm mass under the right costal margin.

Laboratory examinations
On admission, serum bilirubin levels were elevated (180 U/L). Tumor markers, 
carcinoembryonic antigen and alpha fetoprotein were within normal range, while 
CA19-9 was moderately elevated (83 U/L).

Imaging examinations
Abdominal ultrasound showed a large tumor mass (10 cm × 7.6 cm), with irregular 
calcification, in the projection of the left liver lobe, extending to the liver hilum, with 
infiltration of the common hepatic duct and bile duct confluence.

MDCT revealed, well circumscribed and encapsulated tumor mass (10 cm × 9 cm × 
7 cm), in the epigastric region. The tumor was predominantly located in the left liver 
lobe. In its caudal aspect tumor mass extended to the hepatoduodenal ligament with 
infiltration of the left bile duct and bile duct confluence, common bile duct, left branch 
of the portal vein, and hepatic artery, from the bifurcation of gastroduodenal artery to 
the level of right second branching. The tumor was in close contact with the pancreas 
and the stomach, but without any evidence of infiltration. Hepatic artery was 
infiltrated in the length of 6cm, from the level of its origin from gastroduodenal artery 
(Figure 1). MRI with magnetic resonance cholangiopancreatography finding was in 
concordance with MDCT.

An upper endoscopy showed extramural compression on the lesser curve of the 
stomach, without infiltration of gastric mucosa. Endoscopic ultrasound guided fine 
needle aspiration was performed and histopatological findings were highly suggestive 
of a low grade mesenchymal tumor.

FINAL DIAGNOSIS
Tumor was graded as T3, with no lymph node metastasis (N0, 0/12). There was 
venular (V1) but no perineural involvement (PN0). Residual status was classified as 
R0. Histological examination of the tumor demonstrated a nodular biphasic growth 
pattern. Fibrous and myxoid areas with moderate to low cellularity were present. 
There were bland-appearing spindle cells, with no or slight nuclear pleomorphism, 
and rare mitotic figures. Intense hypocellular fibrotic areas, with thick collagen 
bundles, were also described. Fibromyxoid matrix was present focally, arranged in 
giant pseudo-rosettes (Figure 2).

IHC showed that the tumor cells were diffusely and strongly positive for vimentin 
and MUC4 with CD99 and epithelial membrane antigen diffuse but slightly expressed 
(Figure 3). Cytokeratin, smooth muscle actin, S-100 protein and neuron specific enolase 
were negative. Proliferative index counted by Ki67 was 8% in hot spots. According to 
morphology, IHC and in concordance with preoperative imaging and intraoperative 
finding, the tumor was classified to be low grade fibromyxoid sarcoma of the liver.

TREATMENT
Subsequently, laparotomy was performed. At laparotomy, preoperative, imaging-
techniques findings were confirmed (Figure 4). Left hepatectomy was performed with 
resection of hepatic artery and preservation of middle hepatic vein.

Hepatic artery was reconstructed with reverse saphenous vein graft interposition 
(Figure 5). After liver resection and reconstruction of the hepatic artery, hepatico-
jejunostomy (end-to-side) with isolated jejunal Roux-en-Y loop, on the right hepatic 
bile duct, was created. Postoperative color-Doppler ultrasound of the vein graft 
showed regular blood flow. Patient’s postoperative recovery was prolonged due to the 
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Figure 1 Multi-detector computed tomography of the abdomen. 1: Tumor; 2: Infiltration of proper hepatic artery from the origin of the gastro-duodenal 
aretry up to the right second branching 3-complete infiltration of the left portal vein.

Figure 2 Histopathology. A: Mix of heavily collagenizedhypocellular zones -giant rosettes and cell-rich part of tumor [hematoxylin eosin staining (HE), 40 ×]; B: 
Short fascicular and characteristic whorling growth patterns are often seen. There are arcades of curvilinear blood vessels accompanied by perivascular hyaline 
degeneration (HE, 100 ×).

presence of an asymptomatic bile collection at the surgical site, which was eventually 
treated with percutaneous drainage. His liver function tests eventually normalized 
and he was discharged from the hospital three weeks after the surgery.

OUTCOME AND FOLLOW-UP
Regular follow-up was done every three months during the first two years after 
surgery, and bi-annually afterwards. This included full blood biochemical analysis and 
ultrasound/MDCT imaging. Two years following the surgery, there was no local 
recurrence or intraabdominal metastasis (Figure 6A).

Unfortunately, two and a half years after surgery patient suffered pathological 
vertebral fracture and was subsequently diagnosed with lumbar vertebral metastasis 
(Figure 6B). He was treated with lumbar spine stabilization. Spine lesion biopsy was 
performed and was consistent with metastatic disease (Figure 7). The mitotic rate in 
metastatic tumor was 20%-25% in "hot spots". After the spine stabilisation surgery 
patient did not show on regular check-ups, preventing him from receiving potential 
adjuvant treatment. One year after, the patient died from septic complications of 
metastatic spine disease and the complications from venous thromboembolism.
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Figure 3 Immunohistochemistry. Tumor cells were diffusely and strongly positive for vimentin and MUC4, CD99 and epithelial membrane antigen were diffuse 
and slight expressed, and cytokeratin, smooth muscle actin, S-100 protein and neuron specific enolase were negative.

Figure 4 Intraoperative finding. T: Tumor; PV: Portal vein; CHA: Common hepatic artery; GDA: Gastroduodenal artery; CBD: Common bile duct.

DISCUSSION
LGFMS typically presents in young or middle aged men as a painless deep soft tissue 
mass. These tumors are slow growing and are often large at the time of diagnosis. The 
most common locations of these tumors include the deep soft tissues of the lower 
extremities, especially the thigh, axilla/chest wall area, shoulder area, buttocks, and 
the inguinal area[10]. Intra-abdominal LGFMS are exceptionally rare with only several 
cases published thus far. Some of the rare locations of LGFMS reported to date include 
those of the retroperitoneum, small bowel mesentery, large bowel, falciform ligament 
and pancreas[2,5-8]. Abdominal localization of the tumor is characterized by its slow 
progression and long recurrence-free intervals. There have been few reports of the 
LGFMSs of the renal capsule, paravertebral region, and broad ligament[10]. Mediastinal 
LGFMS is extremely rare, with only one case reported in the English literature[11]. 
Histopathologic analysis of the biopsy specimen in our patient, confirmed the 
diagnosis of low grade fibromyxoid sarcoma of the liver.

Following the review of EMBASE and MEDLINE databases we have found our case 
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Figure 5 Reconstruction of the common hepatic artery with saphenous vein graft. CHA: Common hepatic artery.

Figure 6 Abdominal and pelvic computed tomography after left hepatectomy-axial images. A: There is no tumor reccurence on surgical margin 
(white star) and no focal lesions in right liver lobe; B: An ill-defined lytic lesion (white star) of the L5 vertebral body is seen without periosteal reaction, representing 
solitary osseous metastasis of liver sarcoma.

to be only the second case of liver LGFMS. The first case was described by Jin et al[12]. 
Although it most commonly occurs in middle-aged patients, LGFMS could develop at 
extremes of age with the youngest patient reported in the literature being 3 years old 
and the oldest patient being 78 years old[10,13].

Due to their large diameter, these tumors, become symptomatic when they 
compress adjacent organs and/or structures. Majority of the LGFMS appear well 
circumscribed, but they lack the capsule, which often renders surgical excision 
incomplete. Dilated, friable veins, are often present on the tumor surface. Prolonged 
INR may be present in laboratory findings as the result of consumption coagulopathy 
by the tumor. In our patients, surgical excision was complete (R0).

LGFMSs show tendency to recur with rates of local recurrence, as high as 65%. 
Recurrence free interval range from several months to up to 50 years after initial 
surgery. Prolonged survival is possible, moreover probable, even in the presence of 
metastatic disease. Most common site of metastatic disease is lungs which is not 
surprising given sarcomas’ tendency to spread hematogenously. Interestingly, our 
patient was diagnosed with lumbar spine metastasis in the absence of local recurrence, 
two and half years after surgery. The patient died one year after spine surgery due to 
septic complications of metastatic spine disease and the complications from venous 
thromboembolism.

The current standard treatment for patients with metastatic soft tissue sarcoma 
(excluding gastrointestinal stromal tumors, Ewing-like sarcomas, and other small blue 
round cell tumors) is systemic therapy with doxorubicin or ifosfamide, both resulting 
in poor survival rates[14]. Even the blandest LGMFS still carries a recurrent potential 
that cannot be predicted by either different grading schemes or other clinicopathologic 
parameters. However, disease-specific mortality rate is significantly related to tumor 
necrosis, large tumor volume, and decreased myxoid area. Tumors having necrosis or 
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Figure 7 Histopathology. Prominent vascularity in myxoid areas and perivascular hypercellularity seen in metastatic tumor corelate with changes in primary 
tumor.

exceeding 5 cm are at significant risk of metastatic relapse[15]. Our patient did not have 
early distant metastases, since the spine metastasis was detected two and a half years 
after surgery. The main reason for distant spread in this case was large size of the 
tumor (over 10 cm), positive venular involvement (V1) and infiltration of the major 
blood vessels. Although, patient was presented to a multidisciplinary team (surgeon, 
pathologist, oncologist and radiologist) the decision was that no adjuvant therapy was 
needed, since there was no evidence of R1 resection or metastatic spread of the 
disease. In addition, in the present literature, there is no clear evidence of benefit of 
adjuvant therapy.

As with many other tumors, an accurate diagnosis rests on detailed histo-
pathological examination. Most common histopathologic features include swirling 
pattern of tumor cells which form variable vascular arcades within alternate, myxoid, 
and cellular collagenous areas. These are composed of oval to spindle-shaped tumor 
cells, which can be seen in 50% to 88.2% of cases[10,16] . Tumor cells show a few or no 
mitosis. While there is no significant necrosis inside the tumor, foci of hemorrhage are 
usually present. It is important to distinguish LGFMS from myxofibrosarcoma, as they 
have different clinical course, and the later more frequently metastasize. Other 
malignancies to be excluded are malignant peripheral nerve sheath tumor, spindle-cell 
liposarcoma, and malignant fibrohistiocytic tumor[2]. LGFMSs are often mistaken for 
benign tumors such as mixoid neurofibroma, desmoid fibromatosis, perineurinoma 
and nodular fasciitis. Proper histopathologic evaluation of the tumor and IHC is 
necessary for making an accurate diagnosis. IHC classically shows positive staining 
with vimentin, and, rarely, immunoreactivity could be seen for smooth muscle actin, 
desmin, cytokeratin and CD34. MUC4 was found to be a diagnostically useful 
biomarker for LGFMS and it can be used as an excellent screening tool[17]. Cytogenetic 
analyses have identified a recurrent balanced translocation t (7; 16) (q32-34; p11), later 
shown to result in a novel fusion genes, FUS/CREB3L2 and FUS-CREB3L1, which can 
be used as an excellent tool in differentiating LGFMS from other similar entities[18]. Li 
et al[19] published a study of 10 genetically confirmed cases in a Chinese population.

CONCLUSION
Due to its poor response to all modalities of adjuvant therapy, the focus of treatment 
should be on surgery as the only option for the cure. Achieving the tumor-free 
resection margins, gives patients the best chance for prolonged survival, and minimize 
the possibility of the tumor recurrence. As we demonstrated in this case, radical 
surgery with clear margins does not always preclude the occurrence of metastatic 
disease. Even in the absence of local tumor recurrence and relatively long disease free 
interval metastatic disease might occur in distant places necessitating another surgery 
with its associated complications.
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