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1. Abstract

Perivascular epithelioid cell tumor (PEComa) is a rare solid tumor, and the
gastrointestinal tract is the most common pathogenic site of PEComa. Here
we reported a duodenal PEComa patient with bile duct obstruction and
liver dysfunction who received laparoscopic pancreaticoduodenectomy
after amelioration of hepatic function with medicines therapy. Our report
proved that duodenal PEComa may cause biliary obstruction and hepatic

dysfunction.
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3. Introduction
Perivascular epithelioid cell tumor (PEComa) is a rare solid tumor, which
express myomelanin markers[1-3]. PEComa is most commonly found

on the gastrointestinal tract (GI), while duodenal PEComa is relatively

rare. Here we report a duodenal PEComa case with bile duct obstruction
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and liver dysfunction. We reviewed the clinical features and treatment
of gastrointestinal tract PEComa, especially duodenal PEComa, and
concluded that surgical intervention should be actively performed for
gastrointestinal tract PEComa with digestive tract symptoms, hemorrhage,
adjacent organs influence or neuroendocrine dysfunction.

4. Case report

A 30-year-old man presented to our clinic institution with a 1-month
history of liver dysfunction. The patient’s liver function test showed
that ALT (alanine transaminase) was 699 U/L and AST (aspartate
aminotransferase) was 277 U/L. While the patient’s tumor markers were
normal. Further abdomen enhances computerized tomography (CT)
demonstrated a uniform mass in the duodenal papilla area about 32 *
24 mm in size, which could be enhanced in arterial phase. The MRCP
(magnetic resonance cholangiopancreatography) also showed a long T2
signal tumor in the duodenal papilla area with “Beak like” stenosis at the
lower end of common bile duct and gallbladder enlargement (Figure 1.A-
C). The patient underwent laparoscopic pancreaticoduodenectomy after
amelioration of hepatic function with medicines therapy (Figure 1.D) with
multidisciplinary diagnosis and treatment (MDT). Within two weeks after
surgery, the patient’s liver function returned to normal.

Figure 1: the pre-operative imaging and surgical specimen of a 30-year-
old man with Duodenal Perivascular epithelioid cell tumor and liver
dysfunction. Contrast-enhanced CT shows the arterial phase imaging(A)
and the vein phase imaging(B) of the patient’s duodenal perivascular
epithelioid cell tumor (red arrow); (C) the MRCP imaging shows the
patient’s biliary tract dilatations due to the external compression on the lower
end of common bile duct; (D) laparoscopic pancreaticoduodenectomy’s

surgical specimen.

The intraoperative frozen section offered a diagnosis as vascular
eosinophilic tumor. The postoperative pathology finally offered the
diagnosis as PEComa. Immunohistochemistry showed that SDHB (+),
Ki-67 (+, 15%), Desmin (smooth muscle +), CD34 (vascular +), SMA
(+), , HMB45 (+), B -catenin (plasma +), Melan A (+), , Calponin(CP)
(smooth muscle +), CD3 (+), CD20 (+), CD30 (+), CD21 (+), Bcl-
2 (+), Bel-6 (+), CD10 (+),PD-1 (+), IgG (small +), 1gG4 (+), (some
immunohistochemistry results is showed in Figure 2). Five lymph nodes
were examined at the same time, and no tumor metastasis was observed.
And no recurrence or other complications were observed in the follow-up

for more than 17 months at the time of writing.

Figure 2: Postoperative pathologic imaging of patient’s duodenal
perivascular epithelioid cell tumor specimen (A) The HE staining of
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tumor; (B) the HMB45 staining; (C) the Melan-A staining; (D) the SMA
staining. (x100)

5. Discussion

PEComa is a rare solid tumor with unique morphology and expression
of myomelanocyte markers[1]. And it was also defined as a family
of mesenchymal neoplasm[4]. Bonetti et al first proposed the term
perivascular epithelioid cells (PEC), describing some perivascular
epithelioid cells with melanocyte markers immune reactivity in 1992[5].
World Health Organization defined PEComa as “ mesenchymal tumors
composed of histologically and immunohistochemically distinctive
perivascular epithelioid cell ““ in 2002[1]. Duodenal PEComa ranked fourth
among the most common gastrointestinal PEComa, followed by Colon,
mesentery and Stomach PEComa[1,6]. PEComa has a malignant potential.
WHO’s statement on the malignancy PEComa: PEComas displaying
any combination of infiltrative growth, marked hypercellularity, nuclear
enlargement and hyperchromasia, high mitotic activity, atypical mitotic
figures, and coagulative necrosis should be regarded as malignant[1].
Folpe and colleagues suggested that malignancy could be predicted
by satisfying two or more of the following features: a >5-cm tumor,
infiltrative growth, high nuclear grade and cellularity, the presence of >1
mitosis in 50 HPF, tumor necrosis, and vascular invasion[7]. PEComas
presented non-specific clinical signs. The main clinical manifestations
are abdominal pain, black feces, rectal bleeding, obstruction, weight loss,
anemia, some even asymptomatic. The most common is abdominal pain
(35%), which can be caused by compression, impaction and bleeding[1].
In addition, patient might have hormonal changes due to PEComa’s
potential neuroendocrine functions. In our case, duodenal PEComa can
lead to biliary obstruction and liver function injury which was reported
for the first time. Imaging detection (CT, MRI (magnetic resonance
imaging)) is of great significance for the diagnosis of PEComa. PEComa
is obviously weakened during the CT venous phase, and the density of
the delayed phase is lower than that of surrounding tissues[8]. On MRI
imaging, the mass is bright on T1 weighted images and dark on fat-
suppression images[1]. In our case, the tumor compressed the lower end
of the common bile duct, resulting in significant dilatation of the upper
bile duct, which was obvious in MRCP.

Table 1: The Characteristics of duodenal PEComa cases

. Follow- .
Authors Year | Characteristic . Malignancy
up time
Leon Toye Duodenal
2002 . i n.d. n.d.
etal angiomyolipoma
Child,
Mbamia 2005 [with a history of viral | 2 N
r
Tetal with a history of vira years 0
neuroblastoma
Michelle De Duodenal
2007 . ) n.d. n.d.
Padua et al angiomyolipoma
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With a history of
periumbilical pain, 4

Chen Z etal | 2015 Lo L No
dizziness, palpitation | months
and severe black stool
Misdiagnosis of 6

Wang F etal | 2015 Lo No
endoscopic biopsy months
With a history of liver

Current case | 2022 . 1 year | No
dysfunction

Generally, central ulcer, hemorrhage and necrosis are also frequently
detected in PEComa under the microscope, which is mainly composed
of epithelioid cells (70%) and spindle cells[9]. And pathologically, GI
PEComa is often well bounded without capsule formation, and sometimes
has unclear boundaries or invasive growth. Immunohistochemical results
showed that HMB45, Melania, S-100 and SMA were positive, CGA,
syn, CK, CD117, CD10 and CD34 were negative[8]. According to a
systematic review of PEComa, each GI PEComas case expressed at least
one melanocyte marker. HMB-45 was considered to be the most sensitive
marker. 44 (96%) of 46 tumors were positive, followed by Melan-A, 22
(65%) of 34 tumors and 5 (55%) of 9 tumors. 21 (64%) of 33 lesions were
positive for smooth muscle actin. In our case, HMB45, SMA, CD10, CD34
and Melan-A immunohistochemistry markers were positive. Surgical
resection is the first choice for the treatment of PEComa. Whether to
combine chemotherapy or immunotherapy should be selected according
to the pathological results. Sun Ju Park and colleagues reported a 7-year-
old child who received interferon-o. immunotherapy for 1 year after colon
PEComa operation[10]. Due to the low incidence rate of, basically all case
reports, whether it is need for combined chemotherapy or immunotherapy
still need further large sample study. At present, there is no report of
malignant transformation of duodenal PEComa, and the prognosis is
good, but it needs the support of long-term follow-up data. The only five
duodenal PEComa cases reported in PubMed literature searching. The
characteristic for four cases of duodenal PEComa (including our case)
was listed in Table 1[11-15].

6. Conclusion

Positive surgical resection is recommended in case of liver function
injury, cholestasis, gastrointestinal bleeding and other symptoms. And
the possibility of PEComa should be considered for patients with lower
common bile duct space occupying and abnormal liver function. Surgical
resection is appropriate for this kind of disease.

7. Abbreviations

ALP, Alkaline phosphatase; ALT, Alanine AML,
Angiomyolipoma; AST, Aspartate aminotransferase; CCST, Clear-cell

transaminase;

“sugar” tumor; CT, Computerized tomography; ERCP, Endoscopic
GGT,
transpeptidase; GI, Gastrointestinal tract; HPF, High power field;

Retrograde  Cholangiopancreatography; Gamma-glutamyl

LAM, Lymphangileiomyomatosis; MDT, Multidisciplinary diagnosis
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and treatment; MRCP, Magnetic resonance cholangiopancreatography;
MRI, Magnetic resonance imaging; PEC, perivascular epithelioid cells;
PEComa, Perivascular epithelioid cell tumor; VEGF, Vascular

endothelial growth factor.

8. Funding
This work was supported by the Natural Science Foundation of Zhejiang
Province (no. LQ21H160025)

9. Competing interests
All authors have completed the ICMJE uniform disclosure form. The
authors have no conflicts of interest to declare.

References

1. Chen, Z.; Han, S.; Wu, J.; Xiong, M.; Huang, Y.; Chen, J.; Yuan,
Y.; Peng, J.; Song, W. A systematic review: perivascular epithelioid
cell tumor of gastrointestinal tract. Medicine (Baltimore) 2016, 95,
€3890, doi:10.1097/md.0000000000003890.

2. Doyle, L.A.; Hornick, J.L.; Fletcher, C.D. PEComa of the
gastrointestinal tract: clinicopathologic study of 35 cases with
evaluation of prognostic parameters. Am J Surg Pathol 2013, 37,
1769-1782, doi:10.1097/PAS.0b013e31829caab3.

3.  Hornick, J.L.; Fletcher, C.D. PEComa: what do we know so
far? Histopathology 2006, 48, 75-82, doi:10.1111/5.1365-
2559.2005.02316.x.

4. Folpe, A.L.; Kwiatkowski, D.J. Perivascular epithelioid cell
neoplasms: pathology and pathogenesis. Hum Pathol 2010, 41, 1-15,
doi:10.1016/j.humpath.2009.05.011.

5. Bonetti, F.; Pea, M.; Martignoni, G.; Zamboni, G. PEC and sugar.
Am J Surg Pathol 1992, 16, 307-308, doi:10.1097/00000478-
199203000-00013.

6. ssat, T.; Maciejewski, T.; Beta, J.; Jakimiuk, J.A. Rare case of uterine
PEC-oma (perivascular epithelioid cell tumor) recurrence. Case
report and literature review. Ginekol Pol 2012, 83, 552-554.

https://ijsccr.com/

10.

11.

12.

13.

15.

Volume 5 Issue 3

Folpe, A.L.; Mentzel, T.; Lehr, H.A.; Fisher, C.; Balzer, B.L;
Weiss, S.W. Perivascular epithelioid cell neoplasms of soft tissue
and gynecologic origin: a clinicopathologic study of 26 cases and
review of the literature. Am J Surg Pathol 2005, 29, 1558-1575,
doi:10.1097/01.pas.0000173232.22117.37.

Tan, Y.; Xiao, E.H. Hepatic perivascular epithelioid cell tumor
(PEComa): dynamic CT, MRI, ultrasonography, and pathologic
features--analysis of 7 cases and review of the literature. Abdom
Imaging 2012, 37, 781-787, doi:10.1007/s00261-012-9850-1.
Armah, H.B.; Parwani, A.V. Perivascular epithelioid cell tumor. Arch
Pathol Lab Med 2009, 133, 648-654, doi:10.5858/133.4.648.

Park, S.J.; Han, D.K.; Baek, H.J.; Chung, S.Y.; Nam, J.H.; Kook,
H.; Hwang, T.J. Perivascular epithelioid cell tumor (PEComa) of the
ascending colon: the implication of IFN-02b treatment. Korean J
Pediatr 2010, 53, 975-978, doi:10.3345/kjp.2010.53.11.975.

Toye, L.R.; Czarnecki, L.A. CT of duodenal angiomyolipoma
[corrected]. AJR Am J Roentgenol 2002, 178, 92, doi:10.2214/
ajr.178.1.1780092.

Mhanna, T.; Ranchere-Vince, D.; Hervieu, V.; Tardieu, D.; Scoazec,
J.Y.; Partensky, C. Clear cell myomelanocytic tumor (PEComa)
of the duodenum in a child with a history of neuroblastoma. Arch
Pathol Lab Med 2005, 129, 1484-1486, doi:10.5858/2005-129-1484-
cemtpo.

De Padua, M.; Gupta, N.; Broor, S.L.; Govil, D. Duodenal
angiomyolipoma: a case report. Indian J Pathol Microbiol 2007, 50,
568-569.

Chen, Z.; Shi, H.; Peng, J.; Yuan, Y.; Chen, J.; Song, W. Perivascular
epithelioid cell tumor in the duodenum: challenge in differential
diagnosis. Int J Clin Exp Pathol 2015, 8, 8555-8562.

Wang, F.; Tang, J.; Wang, J.; Shi, H.; Han, A. A rare perivascular
epithelioid cell tumour (PEComa) of the duodenum misdiagnosed by
endoscopic needle aspiration biopsy. Pathology 2015, 47, 695-698,
doi:10.1097/pat.0000000000000333.

Page 03


https://ijsccr.com/

	Duodenal Perivascular epithelioid cell tumor with liver dysfunction: a case report and literature re
	1. Abstract
	2. Keywords
	3. Introduction
	4. Case report
	5. Discussion
	6. Conclusion
	7. Abbreviations
	8. Funding
	9. Competing interests
	References

