Angiosarcoma of the Liver

Clinicopathologic Features and Morphologic Patterns
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Ref. n Age (yr) Sex Clinical Tumaor Extrahepatic Tumor Treatment Surgical Survival time
{median) (M/F) manifestations characteristics metastasis rupture margin
()
Kim et al™" 5 4169(45) 5/0 PRightupper  Multiple  Spleen (2), lung 1 Palliative / 86 d (m)’
abdominal pain, nodules (3) (1), pericardium chemotherapy (4)
leg edema, (1), beme (1)
hemoptysis,
ascites, chest
discomfort,
DOE
Yin ef al™ 7 371(32) 6/1 Abdominal NS Spleen (1), lung MNone Hepatectomy+ NS 899 d (m)*
pain, jaundice, (2), beme (1) chemotherapy (3), (13-238 d), of
ascites, anemda, chemotherapy (2) hepatectonny +
chest pain, chemotherapy:
edema, weight a4t d (m)’
loss
Lépez et al ™ 2 2,31 20 Acute bver Diffuse NS MNone Transplantation  / Tmo, 174
failure micronodules + chemotherapy
(1), nmltiple (1), Conservative
nodules (1) therapy (1)

Egea Valenzuela cf ™ 2 63, 73 20 Jaundice, Multiple Mone MNone Conservative i 36 h, several
abdonyinal nodules () therapy days
distension,

bleeding
tendency

Matthaei ef al 3 2-B0(36) 372 NS Dominant Lumg (3), MNone Hepatectomy E0(4), 30mo {m)’,

mass (J) peritoneum (1) E (1) 1 alive with
reciurence (i),
1 no evidence
of recurTence
(B

Yang et al™ 1 70 1/0 Asymptomatic  Multiple INone MNone  Conservative ! 6 mo

nodules therapy

Park et al™ 6 280(3935 5/1 Abdeominal Dominant Spleen (1) 3 TACEM®,TAEE [/ 3.5 mo (m)'
pain, fever, mass and/or
abdominal infrahepatic
distension, nodules(B)
hematuria,

ATEmia
Bruegel cf al™ 7 J1-78(695) 4/3 Abdominal Dominant  Spleen (1), bone 1 Hepatectonuy + N5 16 mo (m)’
pain, weight mass (1), (3), lung (2), chemotherapy(L),
loss, fatigue, multiple cerebellum (1) hepatectomy (1),
janndice nodules (6) retroperitonsum chemotherapy(4)
2

'Fepresents median survival tme. DOE: Dyspnea on exertion; IN5: INot spedified; R0: INo residual tumer; F1: Microscopic residual fumer; M- Male; F: Female.
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TABLE 1. Clinicoradiographic and Histomorphologic Findings in Primary Hepatic Angiosarcomas

Tumor Size Margin
Case Age (v) Sex (cm) Specimen Type No. Lesions Histologic Growth Pattern Status
I 77 M 8.0 Resection Single Vasoformative Negative
2 52 M Not known  Biopsy Innumerable Vasoformative NA
3 42 F 4.4 Biopsy Multiple Vasoformative NA
4 70 M Not known  Biopsy Multiple Vasoformative NA
5 64 M 5.0 Biopsy Multiple Vasoformative NA
6 26 F 5.8 Biopsy Multiple Vasoformative NA
7 57 M 2.0 Biopsy Multiple Vasoformative NA
8 71 M 15.0 Biopsy Multiple (2) Spindled NA
9 85 M 12.0 Resection Single Spindled Negative
10 52 M 10.0 Biopsy Multiple Spindled NA
11 71 M 5.0 Biopsy Single Epithelioid NA
12 70 F Not known  Hepatectomy Multiple Epithelioid Negative
13 51 F 24 Resection Multiple Epithelioid Negative
14 89 M 3.8 Biopsy Multiple Peliotic NA
15 65 F  Not known  Wedge biopsy  Not known Peliotic NA
16 60 M NA Biopsy DifTuse Sinusoidal NA

enhancement
17 71 M 6.0 Biopsy [Innumerable Sinusoidal NA
18 55 M 10.5 Resection Multiple (3) Vasoformative Infantile Hemangioma-like areas Negative
19 27 F 6.4 Hepatectomy Innumerable Vasoformative Numerous background vascular lesions Negative
with varying degree of atypia transitioning to
angiosarcoma

20 72 F 2.1 Lobectomy Multiple (2) Whortls of spindled cells Negative
21 63 F 28.0 Resection Single Mixed vasoformative, epithelioid and spindled Negative

F indicates female

; M, male; NA, not applicable.
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TABLE 2. Clinical and Outcome Information on Patients With Primary Hepatic Angiosarcoma

Follow-up

Case Clinical Presentation Treatment Recurrence/Metastasis (mao) CQutcome
1 Right upper quadrant pain Surgery None 36 AWOD
2 Hepatic venous congestion and cirthosis Chemotherapy Bone 24 DOD

3 Abdominal and chest pain Chemotherapy Lung 12 DOD
4 Chest pain and A. fibnllation Chemotherapy Bone 12 DOD

5 NASH, cirrhosis Chemotherapy Lung 4 DOD
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Ryperiension

17 Fulminant hepatic faillure and portal Palliative care None 1 AWD
hypertension
18 Blue rubber bleb nevus syndrome; Surgery and chemotherapy Progressive liver disease with 60 DOD
Gastrointestinal bleeding metastasis to spleen and GI tract
19 Alcoholic cirrhosis Liver transplant and postop Recurrent liver disease 6 DOD
chemotherapy
20 Poorly controlled diabetes Neoadjuvant chemotherapy None 24 AWOD
and surgery
21 Right abdominal pain and weight loss Chemotherapy Progressive liver disease 7 DOD

AWD mdicates alive with dsease: AWOD, alive without disease; DOD, dead of disease.
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FIGURE 1. Sinusoidal pattern angiosarcoma (case 16). A, Liver parenchyma with sinusoidal dilatation and congestion. B and C,
The dilated sinusoids are lined by atypical cells with enlarged hyperchromatic nuclei. D, The atypical cells demonstrate strong
positivity for ERG.



FIGURE 2. Angiosarcoma with peliotic changes (case 15). A, Liver parenchyma with ill-defined peliotic areas containing

pooled blood and fibrin. B, The peliotic areas are surrounded by scattered atypical cells admixed with reactive lymphohistiocytic
infiltrate. C, There is marked cytologic atypia characterized by nuclear enlargement and hyperchromasia,

and nuclear pleomorphism. Mitotic figuresare noted.



FIGURE 3. Vasoformative angiosarcoma (case 1). A, Architecturally
complex interconnecting vascular spaces. B, The endothelial cells demonstrate striking
nuclear atypia and tufting.
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FIGURE 4. Angiosarcoma with epithelioid morphology (case 12). A, Solid nests and sheets of tumor cells infiltrating into the surrounding liver
parenchyma. B, Cohesive group of neoplastic cells with epithelioid morphology. The cells have eosinophilic cytoplasm and oval vesicular nuclei.
C, Multinucleated tumor giant cells are prominent. D, A CD31 immunostain shows strong staining, supporting endothelial differentiation.
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FIGURE 5. Angiosarcoma with spindled morphology (case 9). Spindle cell neoplasm

with vaguely stroriform architecture. The tumor cells demonstrate high grade

cytologic features.
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FIGURE 6. Whorling pattern angiosarcoma (case 20). A, The biopsy core is involved by multiple
tights whorls of spindle cells in a background of brisk reactive inflammatory infiltrate. B, A single
whorl is composed of bland appearing spindle cells.
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FIGURE 7. Infantile hemangioma-like angiosarcoma (case 18). A, Vasoformative neoplasm containing hemangioma-like areas and
infiltration into the liver parenchyma. B, Complex architecture with endothelial tufting and micropapillary fronds. The endothelial cells have mild to
moderate nuclear atypia. C, Variable sized benign appearing vascular spaces in a background of fibrous stroma. These areas close resemble
infantile hemangioma. D, Marked architectural complexity and widely infiltrative tumor borders.
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FIGURE 8. Hemangioma-like areas and frank angiosarcoma (case 19). A, A well circumscribed hemangioma
without architectural complexity and cytologic atypia. B, A nodule of frank angiosarcoma with interconnecting
complex vascular channels and overt cytologic atypia.
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