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Abstract

Key words

Background and Aims: Hepatic perivascular epithelioid cell neoplasm (PEComa) is a rare primary
tumor of the liver and is easily misdiagnosed as hepatocellular carcinoma and hepatic hemangioma due
to the lack of specific symptoms and imaging features, which affects clinical treatment. To investigate
the disease characteristics and treatment of hepatic PEComa, this study analyzed the clinical diagnosis
and prognosis by summarizing the clinicopathologic data of previous patients with hepatic PEComa in
our hospital to improve the diagnosis and treatment of this disease.

Methods: The clinicopathologic data of 38 patients with hepatic PEComa treated in Department of
General Surgery, Xiangya Hospital, Central South University between July 2010 and June 2021 were
reviewed, and the dataset that included clinical features, imaging manifestations, pathological features,
treatment, and prognosis was analyzed.

Results: Of the 38 patients, 28 cases were (73.7%) females, and 10 cases (26.3%) were males, with a
median age of 46 (21-66) years. A total of 40 liver nodules were detected in the 38 patients, and the size
of lesions ranged from 1.0 to 20.0 cm, with a mean of (6.02+4.84) cm, among which 21 (52.5%) were
located in the right liver, 17 (42.5%) in the left liver, and 2 (5%) in the caudate lobe. Ten patients
presented with clinical symptoms such as abdominal distension and pain or chills with fever. Thirty-five
patients underwent preoperative liver ultrasonography, and the lesions appeared as hyperechoic
(18 cases), mixed echogenic (12 cases), or hypoechoic (5 cases) texture. Twenty-three patients
underwent preoperative enhanced CT, and all lesions were enhanced in the arterial phase after
enhancement. Nineteen presented hypointense in the portal and delayed phases, and 4 had a prolonged
enhancement in the portal and delayed phases. Ten patients underwent magnetic resonance imaging
examination, of whom, the lesion showed low signal intensity on T1-weighted images showed and high
signal intensity on T2-weighted images in 6 cases, showed high signal intensity on T1 images and low
signal intensity on T2 images in 3 cases, and showed equal signal intensity on both T1 and T2 images in
one case; the lesions in all cases showed high signal on diffusion-weighted images. One patient
underwent "*F-FDG PET/CT scan, on which low glucose metabolism and abnormally increased uptake
of "F-choline of the lesion was observed, and was misdiagnosed as hepatocellular carcinoma before
operation. All patients underwent hepatectomy, including 2 cases, diagnosed with hepatic hemangioma
and suffered rupture and bleeding after treatment with transcatheter arterial embolization in other
hospitals. The lesions in all patients were diagnosed as hepatic PEComa by postoperative pathological
examination. The positive rates of immunohistochemical staining for various tumor markers were 100%
for HMB-45 (38/38), 47.4% for CD34 (18/38), 44.7% for melan-A (17/38), and 21.1% for SMA (8/38).
Complete follow-up information was obtained in 34 cases of the 38 patients. The median follow-up time
was 60.5 months. Only one case died 3 years after surgery, and no tumor recurrence or metastasis was
observed in all the other patients during the follow-up period.

Conclusion: PEComa of the liver lacks specific clinical manifestations and imaging features, and
postoperative histopathological examination is the gold standard for diagnosis. Surgical resection should
be performed as early as possible for those with the development of symptoms and lesion challenging to
be identified as benign or malignant.

Liver Neoplasms; Perivascular Epithelioid Cell Neoplasms r; Hepatectomy

CLC number: R735.7

i JE b Fz B 40 R (perivascular epithelial M fY) PEComa Bt = BLIG HOREAR FIRAE, KZHUEH
cell neoplasm, PEComa) J& HiF¢FAEPE LA A 40 MWW 2B R E P ERERY, b TH=
YURLRY R R, T OLT R BRE . BERE. AR RFRRE, fEARFTE R W IRE S R
RO . Bl BRARFUFFRESE Z A0 g B RAETH 2 MRS, A0 AR . R . Rk
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PRSI AE (FNH) &8 o BIBAI2 W 4 75 40 R
Ji 4L 409 B 2E R A, s ALk G 0 2R 00 R A0 i B
& HMB45 | melan-A K 30 F i Lk (SMA) [H
P E A 2 Y. #55 IFIE PEComa B A7 17 28
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Xz IR B A TEKCE A IR R IR 123, R R
PRS2, 2 B 5 B 2010—2021 4F 7
TR K A RE 5 5 3 3d AP R 38 191147 T ARG YT IR 44
ZURFLA 02 K JTFIIE PEComa 5235 101 R4S . $1%
SR RERR S JRIT KR, BAREE R

1 ARSI

1.1 —fH&ER

P28, B 106, FHYTE 21~66 % Z[H]
28 i) TR I A B, el R AE AR o 9 161 3% By [ K
PEREIK . MER, LBIAJERL . R 105 I8
LAV REVEIF 48 o B A G OF 45 MR AL 2R B AR
SRR R EE R Y . IE . AFThEE . WA
M. WP CA19-9 S 85 R IE o 2 78 A1 Be B
W I LA I 2 AVRIT e I R B, S5
FIEEATFARYIBRGY (£ 1), 386l f 3 &k M
40 A E 4595, MR R /) 1.0~20.0 em, P 1y
(6.02+4.84) cm, HHMFAHF2114 (525%), i
TAMN1TA (425%), (i TR 21 (5%) .
1.2 BBEEHR

35 f51] £ 35 AR T R R R A I s o AR 38 Sk S
PR, 18 451 3 B Sy vy Il g vy 1m0 7S Y b B s 12 43
TR A R, SEIRIACIE S 23 485 AR
HIATHE 98 CT R &, YR N F RGN M, 3

S8 J55 o0 Jk YD L B S L 19 9 A 1] bk S0 A AE SR
WIRPNARSE R (1), 407 ik A 4E 22 147
Aok, 10 B #E SR BUER T, 6 41 T1 A EHR A
59, T2MIEBG R EFES, 36T1 hEFES,
T2 %55, 102N TLA T2 ¥ hEGES . AN
FE TR HOMAL S (DWI) g 30k &5 15 5 s Ry
R AR o 6 AR ] K 0 AE 3R I s RGR 2
R TN A e SR AT SR Ak . A 2 B MRT 2R 2
Jik 3O B s Ak, 1) Ik A AE SR R R, %
PR PR R, Hobo1 657 8 Lotk R
%, [ A BTN I S FIIEAE 4%, BF-FDG
PET/CT 75 A7 JFF A5 MK %% 3 A k45797, 8 28 AR
WK, MBS AR R e A R R R, ER
AiiRi2 A (E2).

#®1 38FIRFAE PEComa BEIGKZE R n (%) |
Table 1 Clinical data of the 38 patients with hepatic
PEComa [n (%)]

ikl HfE
53]

1 10(26.3)
4 28(73.7)
s

B 1(2.6)
B 37(97.4)
SETECE ()

1 36(94.7)
> 2(5.3)
ARHTZ W

SR 11(28.9)
AR 11(28.9)
i P AU e 6(15.8)
e 6(15.8)
TR 1 M 3(7.9)
A 127)

El1 BFFRFESE CT Z 8RR EE

Figure 1 Enhanced three-phase CT images

A-B: PRI L G,
Hy5IAE: C-D B BIER MR AR, 5

HARZ2.8 cm, FHHRAVEEER, Shidi it i
CPREEPR” R A

A-B: A space-occupying lesion with rich blood supply and a diameter of 2.8 cm in

the right posterior lobe of the liver, presenting a low-density shadow on the plain scan and significant uniform enhancement

in the arterial phase; C-D: Marked wash-out of the contrast agent in the portal and delayed phases, characterized by rapid

entry and exit
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&2 "“F-FDG PET/CT
Figure 2 "F-FDG PET/CT scan images

choline of the lesion for considering diagnosis of hepatocellular carcinoma

1.3 BITHIE

38 Bl 4T T ARIGYT . AIE 2 Bl w12 Wi S I il
R T AE A B 42 32 I 30 Bk i ZE RVR YT R R A
Wl o 14 ) IR IR BRI BR R, 24 B R
FFEFARDIGE . HPh 1B o T2, A
B, S R HE G DB R, A2 45 R
FH R ARG T

2 % R

21 RERGBEHANFLELER

38 f4i] £ 2 35 R S 41 210 B 2% 12 W S IF E
PEComa. fifJ& V) I 5 K 21 (8 . K 3 (s K (A (@
(FE3). RRBET, B i 46 8 = 1 W 1 f
JE, 5 BB A L0 00 RS, 300 R IR L
JNE AN MIRE o B4 T UL S B AT . R

A AREEZRETT, NS B ARBAUSR SRR, IR A A

_J

A: A hypodense nodule with low glucose metabolism; B: Increased uptake of "F-

I8 A= R B B 2R, AN ()9 461 1) 8 53 A BB i AN
[ (151 4) . S A 2 Bk Rk iy BV Rh
HMB-45 4 100% (38/38), CD34 *h 47.4% (18/38),
melan-A }744.7% (17/38), SMA }21.1% (8/38); A%
16 117 TFE3 Qe s, 25K R (%2). 4hb
9o AT B B 0 S PR O B AR AR O A TR R R R B )
B U % M PEComal®, 7E 34 ] Ki-67 4t {4 B &
e, BHAE1H (29%) HEBHERS5%.,
22 MiEEFE
REHIVFERPINMHEAELR, AN
FERFRRE A . HFIhfE, At A HFAE CT . MRI,
B J5 R A 2= DT 2 IR R A sl s T ff MR A
ToE Rk ME R . 34 19 /8 5 AR A5 50 5 B U5 B0 (4
2202149 H9H ), BEVIRTE 3~133 4, Hfi i
Vil [H) R 60.5 4~ o FERE VTR, A1 IFEAR G
3MEFET . AR FTA R BIR R R ik s

3 AREHRE
TR T AR - DIER

Figure 3 Postoperative specimens

A: 66 X WBME, ML TAFZEAM T, AR T I AN IER s B: 66 % ML, IR E8A TA R,

A: Specimen from a 66-year-old male with a tumor in the left lateral lobe of liver undergoing

laparoscopic left lateral lobectomy; B: Specimen from a 66-year-old female with a tumor mainly located in the right

posterior lobe, undergoing laparoscopic right posterior lobectomy
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2 C8 W 't dallo,

fo; E: Ki-67 i et

Figure 4 Histopathological examination (x10)

A: HE staining; B:

B4 HEARFEZEM (x10) A: HEZ:(t; B: HMB-45 %A ke ; C: melan-A S 2A ke (@ ; D: SMA fuyiEsi ik

Immunohistochemical staining for HMB-45;

C: Immunohistochemical staining for melan-A; D: Immunohistochemical staining for SMA; E: Immunohistochemical

staining for Ki-67

%2 386IATAE PEComa E A L EBERST
Table 2 Summary of the immunohistochemical staining of
38 cases of hepatic PEComa

GBERRIC FHPEH (%)
HMB45 100(38/38)
melan-A 44.7(17/38)
CD34 47.4(18/38)
SMA 21.1(8/38)
S-100 21.1(8/38)
CD31 13.2(5/38)
vimentin 15.8(6/38)
Ki-67(%)

1~5 97.1(33/34)
>5 2.9(1/34)
TFE3 0(0/16)

3 it it

PEComa J2& — Bl JTF JIE 25 UL I 4 B ig - 22 L f91
AR IE, L N E W AL ETH, &
PE28 ], FAE 10 B, 2 R 2 BT RS 524 WA O
4 1T 98 sl T B8 Ak s A 22 A0, PEComa
M % 585 Wk AL ZR S AR ¢, EAL RS
BV ICA AL SR S A L, AT RE S 1 4K
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— 3 = B E T Bl kA r A AR L A 1] R Dk A R e
R Hg o R I R AL, AR Pkl
B R, &5 R NI MR, K28
PEComa 7E T2WI H' 52 5 {5 5, i TIWL# % % A 4t
—BFRRE, TR &SR EE T,
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AR GE BB, bR IR RT3 Bk A AR AR
TS A g {51 U] TR R MY O R 42U [
1) 4 % B A EEUS i PETY/CT S0 0T B S 1 0 1 4
AN

o gE R A E R IA R A R 4 0 (HMB-45,
S-100 & (1) AR . WUIE Ebs &
(SMA) Al % 95 Ve #r &5 % (CD34) . hepatocyte
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