Clinical Cases

Baishideng Publishing Group Inc



g é) World Journal of
Clinical Cases

Contents Thrice Monthly Volume 11 Number 2 January 16, 2023
REVIEW
255 Application of the cortical bone trajectory technique in posterior lumbar fixation

Peng SB, Yuan XC, Lu WZ, Yu KX

268 Allogeneic stem cell transplantation in the treatment of acute myeloid leukemia: An overview of obstacles
and opportunities

Chen YF, Li J, Xu LL, Gaman MA, Zou ZY

292 Idiopathic hirsutism: Is it really idiopathic or is it misnomer?

Unluhizarci K, Hacioglu A, Taheri S, Karaca Z, Kelestimur F

MINIREVIEWS
299 Liver function in transgender persons: Challenges in the COVID-19 era

Milionis C, Ilias I, Koukkou E

308 Telenutrition for the management of inflammatory bowel disease: Benefits, limits, and future perspectives

Giiney Coskun M, Kolay E, Basaranoglu M

316 Liver transplantation amidst the COVID-19 era: Our center’s experience

Khazaaleh S, Suarez ZK, Alomari M, Rashid MU, Handa A, Gonzalez AJ, Zervos XB, Kapila N

322 Prospects for the use of olfactory mucosa cells in bioprinting for the treatment of spinal cord injuries
Stepanova OV, Fursa GA, Andretsova SS, Shishkina VS, Voronova AD, Chadin AV, Karsuntseva EK, Reshetov 1V,
Chekhonin VP

332 Use of metaphors when treating unexplained medical symptoms

Seeman MV

ORIGINAL ARTICLE
Case Control Study

342 Microvesicles with mitochondrial content are increased in patients with sepsis and associated with
inflammatory responses

Zhang HJ, Li JY, Wang C, Zhong GQ

Retrospective Study

357 Is fascial closure required for a 12-mm trocar? A comparative study on trocar site hernia with long-term
follow up

Krittiyanitsakun S, Nampoolsuksan C, Tawantanakorn T, Suwatthanarak T, Srisuworanan N, Taweerutchana V,
Parakonthun T, Phalanusitthepha C, Swangsri J, Akaraviputh T, Methasate A, Chinswangwatanakul V, Trakarnsanga A

WJCC | https://www.wjgnet.com I January 16,2023 | Volumel1l | Issue2 |

Jaishideng®



Jaishideng®

World Journal of Clinical Cases
Contents
Thrice Monthly Volume 11 Number 2 January 16, 2023
366 Ten-year multicentric retrospective analysis regarding postoperative complications and impact of
comorbidities in hemorrhoidal surgery with literature review
Moldovan C, Rusu E, Cochior D, Toba ME, Mocanu H, Adam R, Rimbu M, Ghenea A, Savulescu F, Godoroja D, Botea F
Observational Study
385 Tear inflammation related indexes after cataract surgery in elderly patients with type 2 diabetes mellitus
LvJ, Cao CJ, Li W, Li SL, Zheng J, Yang XL
CASE REPORT
394 Management of a rare giant cell tumor of the distal fibula: A case report
Fan QH, Long S, Wu XK, Fang O
401 Repair of a giant inguinoscrotal hernia with herniation of the ileum and sigmoid colon: A case report
Liu SH, Yen CH, Tseng HP, Hu JM, Chang CH, Pu TW
408 Anti-leucine-rich glioma inactivated protein 1 encephalitis with sleep disturbance as the first symptom: A
case report and review of literature
Kong DL
417 Fat-poor renal angiomyolipoma with prominent cystic degeneration: A case report and review of the
literature
Lu SQ, Lv W, Liu YJ, Deng H
426 Perivascular epithelioid cell tumors of the liver misdiagnosed as hepatocellular carcinoma: Three case
reports
Kou YQ, Yang YP, Ye WX, Yuan WN, Du SS, Nie B
434 H7ND9 avian influenza with first manifestation of occipital neuralgia: A case report
Zhang J
441 Gefitinib improves severe bronchorrhea and prolongs the survival of a patient with lung invasive
mucinous adenocarcinoma: A case report
Ou GC, Luo W, Zhang WS, Wang SH, Zhao J, Zhao HM, Qiu R
449 Habitual khat chewing and oral melanoacanthoma: A case report
Albagieh H, Aloyouny A, Alshagroud R, Alwakeel A, Alkait S, Almufarji F, Almutairi G, Alkhalaf R
456 Systemic lupus erythematosus with multicentric reticulohistiocytosis: A case report
Liu PP, Shuai ZW, Lian L, Wang K
464 X-linked Charcot-Marie-Tooth disease after SARS-CoV-2 vaccination mimicked stroke-like episodes: A
case report
Zhang Q, Wang Y, Bai RT, Lian BR, Zhang Y, Cao LM
472 Acute liver injury in a COVID-19 infected woman with mild symptoms: A case report
Lai PH, Ding DC
WJCC | https://www.wjgnet.com I January 16,2023 | Volume1l | Issue2



World Journal of Clinical Cases

Contents
Thrice Monthly Volume 11 Number 2 January 16, 2023

LETTER TO THE EDITOR
479 Incidence and clinical treatment of hypertriglyceridemic acute pancreatitis: A few issues

Yang QY, Zhao Q, Hu JW

482 Management of infected acute necrotizing pancreatitis

Pavlidis ET, Pavlidis TE

Gwisnidenge WICC | https://www.wjgnet.com 111 January 16,2023 | Volume1l | Issue2 |



World Journal of Clinical Cases

Contents
Thrice Monthly Volume 11 Number 2 January 16, 2023

ABOUT COVER

Editorial Board Member of World Journal of Clinical Cases, Manish Ramesh Balwani, DNB, FASN, MBBS, MD,
Professor, Department of Nephrology, Saraswati Kidney Care Center, Nagpur 442301, Maharashtra, India.
balwani.manish@yahoo.com

AIMS AND SCOPE

The primary aim of World Journal of Clinical Cases (WJCC, World | 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 abstracted and indexed in Science Citation Index Expanded (SCIE, also known as SciSearch®),
Journal Citation Reports/Science Edition, Current Contents®/Clinical Medicine, PubMed, PubMed Central,
Scopus, Reference Citation Analysis, China National Knowledge Infrastructure, China Science and Technology
Journal Database, and Superstar Journals Database. The 2022 Edition of Journal Citation Reports® cites the 2021
impact factor (IF) for WJCC as 1.534; IF without journal self cites: 1.491; 5-year IF: 1.599; Journal Citation Indicator:
0.28; Ranking: 135 among 172 journals in medicine, general and internal; and Quartile category: Q4. The WJCC's

CiteScore for 2021 is 1.2 and Scopus CiteScore rank 2021: General Medicine is 443/826.

RESPONSIBLE EDITORS FOR THIS ISSUE

Production Editor: Hua-Ge Yu; Production Department Director: X# Guo; Editorial Office Director: Jin-Iei Wang.

NAME OF JOURNAL
World Journal of Clinical Cases

ISSN
ISSN 2307-8960 (online)

LAUNCH DATE
April 16,2013

FREQUENCY
Thrice Monthly

EDITORS-IN-CHIEF

Bao-Gan Peng, Jerzy Tadeusz Chudek, George Kontogeorgos, Maurizio Serati, Ja
Hyeon Ku

EDITORIAL BOARD MEMBERS

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

PUBLICATION DATE
January 16, 2023

COPYRIGHT
© 2023 Baishideng Publishing Group Inc

INSTRUCTIONS TO AUTHORS

https:/ /www.wijgnet.com/bpg/gerinfo/204

GUIDELINES FOR ETHICS DOCUMENTS

https:/ /www.wjgnet.com/bpg/Gerlnfo/287

GUIDELINES FOR NON-NATIVE SPEAKERS OF ENGLISH
https:/ /www.wijgnet.com/bpg/gerinfo/240

PUBLICATION ETHICS

https:/ /www.wjgnet.com/bpg/Gerlnfo/288

PUBLICATION MISCONDUCT

https:/ /www.wignet.com/bpg/gerinfo/208

ARTICLE PROCESSING CHARGE

https:/ /www.wignet.com/bpg/getinfo/242
STEPS FOR SUBMITTING MANUSCRIPTS

https:/ /www.wijgnet.com/bpg/Gerlnfo/239

ONLINE SUBMISSION

https:/ /www.f6publishing.com

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

© 2023 Baishideng Publishing Group Inc. All rights reserved. 7041 Koll Center Parkway, Suite 160, Pleasanton, CA 94566, USA

JBaishideng®

WJCC | https://www.wjgnet.com IX

January 16,2023 | Volume1l |

Issue 2


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

7|0\

Submit a Manuscript: https:/ /www.f6publishing.com

DOI: 10.12998 / wjcc.v11.i2.426

World Journal of
Clinical Cases

World | Clin Cases 2023 January 16; 11(2): 426-433

ISSN 2307-8960 (online)

CASE REPORT

Perivascular epithelioid cell tumors of the liver misdiagnosed as
hepatocellular carcinoma: Three case reports

Yan-Qi Kou, Yu-Ping Yang, Wei-Xiang Ye, Wei-Nan Yuan, Shen-Shen Du, Biao Nie

Specialty type: Gastroenterology
and hepatology

Provenance and peer review:
Unsolicited article; Externally peer
reviewed.

Peer-review model: Single blind

Peer-review report’s scientific
quality classification

Grade A (Excellent): 0

Grade B (Very good): 0
Grade C (Good): 0

Grade D (Fair): D, D

Grade E (Poor): 0

P-Reviewer: Huang R, China; Yeh
CY, Taiwan

Received: September 22, 2022
Peer-review started: September 22,
2022

First decision: November 6, 2022
Revised: November 16, 2022
Accepted: December 15, 2022
Article in press: December 15, 2022
Published online: January 16, 2023

Jaishideng®

WJCC | https://www.wjgnet.com 426

Yan-Qi Kou, Yu-Ping Yang, Wei-Nan Yuan, Shen-Shen Du, Biao Nie, Department of Gastro-
enterology, The First Affiliated Hospital of Jinan University, Guangzhou 510630, Guangdong
Province, China

Wei-Xiang Ye, Department of Gastrointestinal Endoscopy, The First Affiliated Hospital of Jinan
University, Guangzhou 510630, Guangdong Province, China

Corresponding author: Biao Nie, MD, PhD, Chief Doctor, Professor, Department of
Gastroenterology, The First Affiliated Hospital of Jinan University, No. 613 Huangpu Avenue
West, Tianhe District, Guangzhou 510630, Guangdong Province, China.
niebiao1974@163.com

Abstract

BACKGROUND
Hepatic perivascular epithelioid cell neoplasms (PEComas) are rare. Diagnostic
and treatment experience with hepatic PEComa remains insufficient.

CASE SUMMARY

Three hepatic PEComa cases are reported in this paper: One case of primary
malignant hepatic PEComa, one case of benign hepatic PEComa, and one case of
hepatic PEComa with an ovarian mature cystic teratoma. During preoperative
imaging and pathological assessment of intraoperative frozen samples, patients
were diagnosed with hepatocellular carcinoma (HCC), while postoperative
pathology and immunohistochemistry subsequently revealed hepatic PEComa.
Patients with hepatic PEComa which is misdiagnosed as HCC often require a
wider surgical resection. It is easy to mistake them for distant metastases of
hepatic PEComa and misdiagnosed as HCC, especially when it's combined with
tumors in other organs. Three patients eventually underwent partial hepatectomy.
After 1-4 years of follow-up, none of the patients experienced recurrence or
metastases.

CONCLUSION
A clear preoperative diagnosis of hepatic PEComa can reduce the scope of
resection and prevent unnecessary injuries during surgery.

Key Words: Perivascular epithelioid cell neoplasms; Hepatocellular carcinoma; Case
report; Diagnoses; Coexistence
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Core Tip: Herein, we present three cases of hepatic perivascular epithelioid cell neoplasms (PEComas):
One case of primary malignant PEComa, one case of benign PEComa, and one case of PEComa with
ovarian mature cystic teratoma. The first case of PEComa cooccurred with an ovarian mature cystic
teratoma. All three cases were misdiagnosed as liver cancer before surgery. A high rate of misdiagnosis of
hepatocellular carcinoma is noted among patients with PEComa. A clear preoperative diagnosis of hepatic
PEComa is crucial before deciding on a treatment plan, especially with the extent of surgical treatment in
hepatocellular carcinoma.

Citation: Kou YQ, Yang YP, Ye WX, Yuan WN, Du SS, Nie B. Perivascular epithelioid cell tumors of the liver
misdiagnosed as hepatocellular carcinoma: Three case reports. World J Clin Cases 2023; 11(2): 426-433

URL: https://www.wjgnet.com/2307-8960/full/v11/i2/426.htm

DOI: https://dx.doi.org/10.12998/wjcc.v11.i2.426

INTRODUCTION

Perivascular epithelioid cell neoplasms (PEComas) are mesenchymal tumors with the histological and
immunophenotypic characteristics of perivascular epithelioid cells. PEComas include multiple tumor
types, including angiomyolipoma, lymphangioma, lymphangioleiomyomatosis, clear cell sugar tumors,
and tumor types not otherwise specified[1]. Only a few cases of PEComa originating in the liver have
been reported, and the majority of these cases are benign[2,3]. Malignant hepatic PEComa are extremely
rare.

Hepatic PEComas are typically found during routine physicals. Most patients present with a painless
mass, and only a handful of these patients experience epigastric pain from mass compression[4]. The
diagnostic criteria for hepatic PEComa have not been unambiguously defined and validated to date[5,
6]. Given the current lack of global diagnostic standards for imaging and laboratory sciences, it is easy to
mistake primary hepatic PEComa for hepatocellular carcinoma (HCC). Nevertheless, necrosis, mitotic
activity, pleomorphism, marked nuclear atypia, infiltrative growth, and large size suggest malignant
biological behavior. Hematoxylin-eosin staining and positive immunohistochemical staining for human
melanoma black 45 (HMB45) and Melan A are the primary diagnostic evidence for PEComas|[1,7]. The
clinical and therapeutic management of hepatic PEComa is controversial, but surgery appears to be the
preferred treatment[8].

The following is a summary of our experience in diagnosing and treating three patients with hepatic
PEComas. This study will help form clinical guidelines for hepatic PEComas.

CASE PRESENTATION

Chief complaints
Case 1: A 37-year-old man was admitted to the hospital with abdominal pain for 1 mo.

Case 2: A 70-year-old woman who was admitted due to an asymptomatic hepatic mass for more than
half a month.

Case 3: A 30-year-old woman was admitted to hospital with abdominal bloating for 6 mo.

History of present illness
Case 1: A nodular mass was discovered during an assessment of abdominal pain in the right lobe of his
liver at another hospital.

Case 2: The asymptomatic hepatic mass was found during a routine physical examination at another
hospital a half a month ago.

Case 3: A liver tumor accompanied by an ovarian lesion was discovered during a routine physical
examination 16 d ago.

History of past illness
Case 1: The patient had been suffering from nonalcoholic fatty liver disease for over ten years.
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Case 2: The patient claimed no history of past illness.

Case 3: The patient claimed no history of past illness.

Personal and family history
None of the three patients had any relevant personal or family history.

Physical examination
Physical examination of all three patients revealed no abnormalities.

Laboratory examinations

Case 1: Laboratory studies of liver function were standard, viral hepatitis markers and tumor indicators,
such as alpha-fetoprotein (AFP), carcinoembryonic antigen (CEA), carbohydrate antigen 199 (CA-199),
and carbohydrate antigen 125 (CA-125), were all negative.

Case 2: Routine blood analysis, liver function, hepatitis virus, and specific tumor markers (including
AFP, CEA, CA-125, and CA-199) were all normal.

Case 3: The serum tumor markers (AFP, CEA, CA-199) and serology for hepatitis B and C, but not CA-
125, were all normal. Tumors of ovarian origin may account for the elevated CA-125 levels.

Imaging examinations

Case 1: Ultrasonography (US) revealed a hypoechoic, irregularly shaped nodule located in the right
posterior lobe of the liver. Computed tomography (CT) with 3-phase enhancement of the upper
abdomen was performed. The pre contrast CT scan exhibited a flake blur and a low-density shadow in
S6 of the liver in the same location noted in the US. In contrast, the lesion is markedly enhanced in the
arterial phase of contrast-enhanced CT scans. Gadolinium ethoxybenzyldiethylenetriaminepentaacetic
acid-enhanced magnetic resonance imaging (MRI) is the liver-specific contrast enhancement agent
currently used for the diagnosis of HCC. This assessment revealed a nodular abnormal signal shadow in
56 of the liver measuring 2.5 cm x 2.0 cm x 2.3 cm with smooth edges and a clear boundary. The lesion
presented as hypointensity on T1-weighted images (T1WIs) and heterogeneous hyperintensity on T2-
weighted images (T2WIs). The arterial phase revealed significantly enhanced lesions, whereas the portal
venous phase exhibited a lower degree of enhancement compared with the liver parenchyma (Figure 1A
and B). Based on the imaging findings, we suggested that the lesion was an HCC nodule.

Case 2: The woman presented with an ill-defined mass on US that was internally hypoechoic with a
partial hyperechoic area. MRI exhibited a lesion with irregular edges and unclear boundaries that was
approximately 5.0 cm x 3.0 cm x 3.1 cm in size located between the hepatic S3 and S4 segments. The
lesion showed slight hypointensity on TIWI and heterogeneous hyperintensity on T2WI. In the arterial
phase, the lesions displayed obvious heterogeneous enhancement. The enhancement of lesions was
significantly weakened in the venous phase, and the neoplasm decayed to a low-signal state in the
delayed phase (Figure 1C and D). Based on the imaging findings, the lesion appears to be an HCC
nodule.

Case 3: US revealed a slightly heterogeneous hypoechoic nodule in the right anterior lobe of the liver. In
a plain CT scan, the lesion (approximately 5.6 cm % 4.7 cm x 5.0 cm) exhibited an undefined mass with
heterogeneous density in segment 8 of the liver. On arterial CT, the liver lesion was obviously hetero-
geneously enhanced. In the portal venous phase, the lesion rapidly returned to an isoattenuating state.
Lesion enhancement in the portal and delayed phases decreased rapidly, and the strengthening method
showed a rapid in and out pattern. MRI of the abdomen showed heterogeneous hypointensity on TIWI
and hyperintensity on T2WI. In enhanced scanning, the lesion showed asymmetrical enhancement in
the arterial phase images, and lesion enhancement was significantly weakened in the portal and delayed
phase images (Figure 1E and F). Preoperative plain abdominal CT showed a right ovarian lesion
measuring approximately 7.8 cm x 4.8 cm x 7.9 cm with multiple cystic low-density shadows scattered
throughout. The boundaries of the lesion were clearly defined, and the lesion was not strengthened after
undergoing contrast-enhanced computed tomography, which contained some fatty components
(Figure 1G and H). According to the imaging findings, the liver lesion appears to be an HCC nodule,
and the ovarian lesion is considered to be an ovarian tumor.

Pathological examination

Case 1: Based on intraoperative frozen pathological consultation, HCC was considered to be the most
likely diagnosis. Ultimately, the patient underwent partial hepatectomy. Histopathologic results suggest
that the tumor tissue is arranged in nests and sheets with rich, slender vascular networks connecting
them. Tumor cells are similar in size but irregular in shape. The nucleolus is conspicuous in tumor cells.
In addition, the nuclei were irregularly shaped (Figure 2A). Immunohistochemical staining studies
showed that some tumor markers were negative, such as hepatocytes, Glypican-3 (GPC-3), cluster of
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Figure 1 Three cases misdiagnosed as hepatocellular carcinoma based on imaging findings. A and B: Case 1: Magnetic resonance imaging (MRI)
of hepatic perivascular epithelioid cell neoplasms (PEComa) in a 37-year-old man: the lesion located in S6 showed distinct enhancement during the hepatic arterial
phase (A), rim enhancement on the delayed phase (B); C and D: Case 2: MRI of hepatic PEComa in a 70-year-old woman, the lesion displayed obvious
heterogeneous enhancement in the arterial phase (C), that was significantly weakened in the venous phase (D); E and F: Case 3: MRI of hepatic PEComa in a 30-
year-old woman accompanied by an ovarian mature cystic teratoma: the lesions showed asymmetrical enhancement in arterial phase images in enhanced scanning
(E), lesion enhancement was significantly weakened in the portal phase (F); G and H: preoperative plain abdominal computed tomography showed a right ovarian
lesion with multiple cystic low-density shadows scattered throughout (G), the lesion was not strengthened after undergoing contrast-enhanced computed tomography

(H).

K(s) 2023.

Figure 2 Results of hematoxylin-eosin staining. A: Hematoxylin-eosin (HE) staining of the liver in case 1, a 37-year-old man; B: HE staining of the liver in

case 2, a 70-year-old woman; C: HE staining of the liver in case 3, a 30-year-old woman; D: HE staining of the ovarian mature cystic teratoma in case 3, a 30-year-
old woman.

differentiation (CD) 10, and AFP, while others were positive, such as CD34, Melan A and HMB45
(Figure 3A and D). The Ki-67 Labeling index was 10%.

Case 2: Histopathological results revealed that the tumor tissue formed nests and sheets connected by
slender, rich vascular networks. Tumor cells were polygonal or round in shape and uniform in size. The
nucleolus is conspicuous in tumor cells, and their nucleus is shaped regularly (Figure 2B). The tumor

was positive for HMB45, Melan A and CD34 markers with a Ki-67 Labeling index of 1% (Figure 3B and
E).

Case 3: Frozen pathological consultation conducted intraoperatively indicated the presence of HCC. The
woman underwent surgery as a result of her condition. Histologically, the tumor comprises nests and
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Figure 3 Immunohistochemical staining results indicated that all three patients had hepatic perivascular epithelioid cell neoplasm. A:
Positive staining for the biomarker human melanoma black 45 (HMB45) of case 1; B: Positive staining for HMB45 of case 2; C: Positive staining for HMB45 of case 3;
D: Positive straining for the biomarker Melan A of case 1; E: Positive straining for Melan A of case 2; F: Positive straining for Melan A of case 3.
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sheets of large, round to polygonal cells separated by a sinusoidal vascular network with hemorrhage
areas. With distinct cell borders, the cells showed abundant cytoplasm, ranging from granular eosino-
philia to clear cytoplasm. In tumor cells, the nucleolus is conspicuous, and its shape is regular. Mitoses
was rare to absent (Figure 2C). Immunohistochemical analysis showed strong and diffuse expression of
HMB45 and Melan-A, whereas markers for hepatocytes, GPC-3, and AFP were negative. The Ki-67
Labeling index was 5% (Figure 3C and F). Histopathologic examination of the ovarian lesion of the 30-
year-old woman revealed that it was an ovarian mature cystic teratoma (Figure 2D).

FINAL DIAGNOSIS

Case 1: A malignant hepatic PEComa was eventually diagnosed based on morphological and immuno-
histochemical findings.

Case 2: Histopathology and immunohistology revealed that this tumor was a benign hepatic PEComa.

Case 3: Morphologic and immunohistochemical findings suggested the diagnosis of hepatic PEComa
and an ovarian mature cystic teratoma was diagnosed by histopathology of the ovarian lesion.

TREATMENT

Case 1: The patient underwent partial hepatectomy.

Case 2: Ultimately, she underwent partial hepatectomy.

Case 3: She underwent partial hepatectomy and ovarian teratoma resection.

OUTCOME AND FOLLOW-UP

Case 1: After partial hepatectomy, the patient recovered and was discharged after 1 wk of postoperative
care. The patient did not receive any adjuvant neoadjuvant therapy and has remained alive for 12 mo
without recurrence or metastases.

Case 2: For the past 35 mo, the patient has not experienced recurrence or metastasis.

Case 3: The patient recovered well and after 46 mo of follow-up without recurrence or metastases.
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DISCUSSION

In these three patients, it was challenging to differentiate between HCC and liver PEComa. Most
patients with PEComa of the liver do not exhibit characteristic clinical symptoms, and a small number of
patients may suffer from abdominal pain or abdominal discomfort[9]. Hepatic PEComas do not exhibit
specific clinical or imaging characteristics, and preoperative imaging and intraoperative frozen
pathological examinations as well as uncertainty regarding the optimal surgical margin may lead to
misdiagnosis as a primary or metastatic HCC prior to surgery. As a result, the scope of liver resection is
further expanded; thus, the minimal level of liver resection required for the trabecular pattern is not
achieved.

The differential diagnosis of tumors as hepatic PEComa requires further discussion. PEComas in the
liver are typically composed of mature adipose tissues surrounded by thick or thin walls of blood
vessels. Epithelioid tumor cells are arranged radially around the vessels, exhibit different degrees of
differentiation and are difficult to diagnose histologically[10]. When considering HCC, the significant
epithelioid morphology and the trabecular pattern of hepatic PEComa make it extremely easy to
misdiagnose it as HCC, particularly based on intraoperative frozen pathological diagnosis. Hepatic
PEComa was incorrectly identified as HCC based on frozen pathological analysis in the present cases.
Due to morphological similarities, epithelioid tumors, such as HCC, can be easily confused with hepatic
PEComa. Thus, it can be challenging to achieve a surgical frozen pathological diagnosis within a short
period of time, leading to a high misdiagnosis rate[11,12].

Furthermore, the imaging characteristics of this tumor are related to the histological components; in
particular, most tumors are completely devoid of adipose tissue, so fat attenuation is rarely observed on
computed tomography and magnetic resonance images[13]. In contrast, the appearance of a hepatic
PEComa on CT or MRI is well defined with early enhancement in the arterial phase and nonuniform
enhancement in the venous and delayed phases[14]. Lesions with delayed washout may mimic HCC
[15]. Consistent with the study results, hepatic PEComa should still be considered whenever a blotchy
vascular pattern of the tumor is noted, if there is no evidence of hemorrhage in the tumor, if there is no
abnormality in the background parenchyma, when no hepatitis virus markers have been detected, and
when liver function tests and tumor markers (AFP, CEA) are normal[16]. Nevertheless, elevated AFP is
present in a few cases[17].

Although patients completed US, tomography with three-phase enhancement, enhanced MRI tests
and intraoperative frozen pathology, these results suggested HCC nodules until the postoperative
pathology and immunohistochemistry confirmed the lesions as primary hepatic PEComas. Its
postoperative pathological characteristics include a nest-like arrangement of tumor tissue and a thin
vascular network that shuttles between cells. The observation of large clear cells or large cells with
eosinophilic condensation around the nucleus alerts the pathologists to the possibility of a PEComa.
Importantly, immunohistochemical staining studies confirmed that the lesion is negative for the
hepatocyte marker and positive for the specific immunomarkers HMB-45 and Melan-A[18].

To diagnose hepatic PEComa, ultrasound imaging showed clear and specific imaging manifestations
of the lesions in the patients. Contrast-enhanced ultrasound (CEUS) could be valuable in differentiating
hepatic PEComa from HCC. Hepatic PEComa lesions exhibit a significantly delayed washout compared
with other malignant tumors, such as HCC and metastatic liver cancer. Color Doppler flow imaging
demonstrated that the larger blood vessels surrounding the lesion may also represent a potential feature
of hepatic PEComa[19,20]. Using Sonazoid® contrast agent in CUES may assist in the diagnosis of
hepatic PEComal[21]. A mono-typical epithelioid variant of typical hepatic PEComa has been described
with some cases exhibiting a pure sinusoidal trabecular pattern that mimics the characteristics of HCC.
A pathologist should be familiar with the cytomorphology of hepatic PEComa and its tendency to
mimic HCC. If characteristic cell morphologic features or clinical background are not observed,
immunostaining of fine needle aspiration cytology or core biopsy must be performed to prevent misdia-
gnosis[22].

CONCLUSION

PEComa of the liver is a rare disease with a high probability of misdiagnosis. CEUS may contribute to a
more confirmative differential diagnosis of hepatic PEComa. Additionally, immunohistochemistry is
currently the only clinical method available to confirm the diagnosis, and surgery is the primary
treatment. A clear preoperative diagnosis of hepatic PEComa is essential to determine the extent of
surgery that should be performed.
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