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« S100
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 AE1/AE3

« CK20

« TTF-1

* ChromograninA
* Neurofilament
« LCA

« CD68

« CD34
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Neuroendocrine carcinoma
Suspicious of Merkel cell carcinoma
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Angiosarcoma

Hemangioendothelioma

Merkel cell carcinoma

Metastatic neuroendocrine carcinoma
Malignant melanoma

Epithelioid sarcoma

Epithelioid peripheral nerve sheath tumor




A

FTR 24D







« - - -
’ % ’
A - £
> 4 . ' .
kS Y K - s :
. f ’.‘n - a : 3 . . 'O
- < o . ol - -
a8 » r.\ : ) y‘/ :
> b N .*‘ - ..
- 4 _~ . 4 4 5
-
. > @ 4 oo -
" : s 4 ‘
. ‘ “ ] . -
’ . &
. F - ‘
2 . 4 ’ " 2

”~

.
a
-

b P’ 1,‘\ Mr
’ .’ ’ ® > ¢o .-
- —
- ~ ~ o -
. (e > -
. o RS
: v -
..
e e
-
AN -y ) «h “» R »
ss/ - \ . - 4 2 -
‘ “» Mb - “
5 \ &
7 - ¥ - - -
N % - . - . ‘ ‘
ﬁ .- ’ ‘
IT f . * ¢
D



>~ A focal

y5=

0







CD31 D% ED



Weekly positive?
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GEZEEZ 58T RAE A5
P 1% Pz 1%
Synaptopysin Edg-1 f Synaptopysin D2-40
CD56 = S100 CD56 f - Edg-1

ChromograninA f ChromograninA f

CD31 f w MIB-1 42% CD31 MIB-1 12%
By it

CD34 TTF-1 CD34 - S100

D2-40 - a-SMA Factor VIII - a-SMA

Factor VI NF AE1/AE3 NF

AE1/AE3 * HHF-3 EMA * HHF-35

EMA - HMB-45 CK20 HMB45

CK20 CAMb5.2

CAMb5.2 TTF-1




Aberrant expression of neuroendocrine markers
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BIRFEDAmERFE A (48y F) L2651 DA SRR FEAEHFI(29y F, 51y F)
31z ELER DRI Solid lesion ZEH T 5

IHC: CD31. FLI1, ERG [3fl&+ 5
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ARREVNMVEEHREAEADEEZRT RRRENDHE
Aggressive clinical behaviorhRIEEN 5,



Table

Immunohstochemacal

results

Antgen

Case |

Case 2

Case 3

Synaptophysin Positive 1n

Chromogranm
A

CD31
CD34
FLII
ERG

Cytokeratins

— -

f )” 0O ("

".4

cells
Negatve

Positive 1n

75% of cells

Negatve
Positive 1in

5% of celk

Not tested

Negatve

Positive m
5%-10% of
cells
Positive m
>75% of
cells ”
Positive m

S

15% of
. .-‘ h
CCIS
Negative
Posiive m

5% of cells

Not tested

Negative

Positive 1n

75% of cells

Negative

Positive 1n

75% of cells

Negative
Positive 1n
75% of cells
Positive in
75% of cells
Positive 1in
25%-50% of

cells

Human Pathology
(2014), 45, 1618-1624

* Case | was positive for synaptophysin by immunohistochemistry
performed at2

outside msutunons and by testing atour own mstitution.
Case 2 was positive for chromogranm A by immunohistoc hemustry

performed at the outside mstitution, by our own mstitution at the nme of

mitial evaluation, and on repeat testing at the present ime.
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Composite hemangioendothelioma with
neuroendocrine marker expression: an

aggressive variant  Moderm Pathology(2017) 30, 1589-1602

Kvle D Perry!, Alyaa Al-lbraheemi®, Brian P Rubin®, Jin Jen!4, Hongzheng Ren?,
T T - - - we = > L . = - Y S
Jin Sung Jang?, Asha Nair!, Jaime Davila%, Stefan Pambuccian®, Andrew Horvai®,
William Sukov’, Henry D Tazelaar” and Andrew L Folpe!

- HRAR BT —H—BHED 115D Composite HE
- M:F=6:5. 9-55y(median47y)

" wrist, ankle, scalp, hip, and foot) and periaortic tissues, C5 vertebra,
pulmonary vein, and liver

Solid/epithelioid, nested, and retiform morphology
CD31 (10/10), FLI-1 (10/10), ERG (9/9), CD34 (5/10), D2-40 (7/10),
Synaptophysin (11/11), chromogranin A (1/11), CD56 (5/11), keratin (0/11),
local recurrence in one and metastatic spread in four individuals

(bone, lung, liver, and brain). One person died of disease

= Aggressive clinical behavior



Composite hemangioendothelioma with
neuroendocrine marker expression: an
aggressive variant
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Table 1 Cliniopathalogical, immunohisochamical, and genetic results
Caw Sex Ape lvears) Sige Sixze lem) LR Met Stghey 31 ERG FLI-1 CD3¢ D240 SYN CCA Cihne CK (CAMTAD Genetics
1 M 47 Wrist 7.7 Yos Liver/'hing'humerus DOD ' ' ' ' ' ND
2 0 & Right anMde N/ A Yos AWOD ' ' ' t ' ND ND
1 F Wi Perisortic 21 Sacrum AWD ' ' ' ' ' ' PIHP1-MAMIZ
H F 2] Vartebml N/ A Lung AWD ' ' ' ' ' ND
) M 27 Pulmonary vein NA Hrain AWD ' ' ' ' ' ' EPCIFPH(2
i 0 14 Far 10 NIA ' } ' ' ' ' ' ND
I W Superficial hij 0.4 AWOD ' ' ' ' ' ND ND
) M W Liver 6.9 AWOD ND ND ND ND ND ' ND ND
] M 15 Foot 12 AWOD ' ND ' ' ] ‘ ND
10 ¥ ) Choak 9.5 N/A ' } ' ' ' ' ' ND ND
11 M il Index fingor N/ A N/A ' ' ' ' ' ' ND ND

Ahtwoviations: AWD, alive with dissase; AWOD, alive withowt disease; DOD: dead of dissase; LR looal recurrance; Met: metstses; NVA : not awilahle; NI¥ nat dan

Moderm Pathology(2017) 30, 1589-1602
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i + hemang endothelioma with newmoendocrime marker expresson arase in association with a long-2andmng
vascular malformation of the cheek Case 10} {a). Dilhtrd vascular channels lined by holmailed cells, adjpoent to solid masses of
spithelioid endothelial cells (). The il vascolar channels in this tumor were ofien

1ot of a solid proliferation of darkdy staining hobmail endothelinl oslls (). The epithelioid amas showing striking intmcytop lani
vacuolization, as seen in other epithelioid endothelial cell umors (d] Hemangioma-like struchires lined by hobnail endothe hal oslls wer

Moderm Pathology(2017) 30, 1589-1602
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Scale, resection:
Angiosarcoma with aberrant
expression of neuroendocrine marker
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Skin, scalp (resection): Angiosarcoma, compatible

We reviewed this case and considered above diagnosis.

Section shows a proliferation of atypical epithelioid tumor‘cells
having oval to polygonal-shaped and vesicular nuclei, eosinophilic
cytoplasm and prominent nucleoli, arranged in haphazard patterns.
Mitotic figures are frequently seen.
| Immunohistochemically, the tumor cells are positive for CD31
(focal) and ERG, but negative for AE1/AE3, CD34, D2-40, FOSB and MPO.

- SMARCB1/INI1 immunoexpression is preserved.

The feature is compatible with angiosarcoma.

We appreciate you for consulting us.




Angiosarcoma @
aberrant expression marker

Cytokeratin

CD30

CD117(c-Kit)

Neuroendocrine marker
(}FIZSynaptopysin)



Cutaneous angiosarcoma
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K51 (Solid type, epithelioid type )
D5 %EHFL. Aggressive clinical behavior
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