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Primary Splenic Hemangioendothelioma:
A Case Report and Literature Review

Primer Splenik Hemanjiyoendotelyom:
Olgu Sunumu ve Literatiiriin Gézden Gegirilmesi

ABSTRACT Splenic tumors are rarely seen tumors. Primary non-lymphoid vascular tumors of
spleen are hemangioma, lymphangioma, hamartoma, littoral cell angioma, hemangioendothelioma,
myoid angioendothelioma and angiosarcoma. Primary splenic epithelioid hemangioendothelioma
is very rare tumor among this group. Hemangioendothelioma is generally considered to have a
potentially intermediate-borderline malignancy. In the literature review, among splenic heman-
gioendothelioma cases, rarely of them were reported as primary splenic epithelioid hemangioen-
dothelioma. Its frequency among splenic tumors is 0.3-14%. These tumors do not become in large
sizes and have better prognosis. If they become large, they may cause symptoms such as pancy-
topenia and hemolytic anemia due to splenomegaly and hypersplenism. Early diagnosis and treat-
ment may prevent conditions such as widespread metastasis, splenic rupture and operative
complications. In this article, we present clinical and imaging findings of epitheloid splenic he-
mangioendothelioma with review of other reported cases in the light of literature.

Key Words: Hemangioendothelioma; spleen; splenectomy; tomography, spiral computed;
magnetic resonance imaging

OZET Dalak tiimérleri nadir rastlanilan tiimérlerdir. Dalagin primer non-lenfoid vaskiiler tiimor-
leri hemanjiyom, lenfanjiyom, hamartom, littoral hiicreli anjiyom, hemanjiyoendotelyom, miyoid
anjiyoendotelyom ve anjiyosarkomdur. Primer splenik epitelioid hemanjiyoendotelyom, bu grup-
taki en az goriilen timor tiridir. Genellikle hemajiyoendotelyomlarin, histopatolojik olarak orta-
sinir derecesinde habis potansiyele sahip oldugu diistiniilmektedir. Literatiirde splenik heman-
jiyoendotelyom olgular: arasinda, ¢ok az bir kisminin primer splenik epitelioid hemanjiyoendote-
liyom oldugu bildirilmistir. Splenik tiimoérler arasindaki siklig1 %0,3-14’tiir. Bu tiimérler biiyiik bo-
yutlara ulagmazlar ve prognozlari oldukga iyidir. Eger biiyiirler ise hipersplenizm ve splenomegaliye
bagli hemolitik anemi ve pansitopeni gibi semptomlara sebep olabilirler. Erken tani ve tedavi ile me-
tastatik yayilim, dalak riiptiirii ve cerrahi komplikasyonlar 6nlenebilir. Bu yazida, epitelioid sple-
nik hemanjiyoendoteliyom olgusunun klinik ve goriintilleme bulgular: sunulmus olup literatiir
gozden gegirilerek tartisilmastir.

Anahtar Kelimeler: Hemanjiyoendotelyom; dalak; splenektomi; tomografi, spiral bilgisayarls;
manyetik rezonans goriintiileme
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plenic tumors are more rarely seen comparing to other visceral organ

tumors. Primary tumors of spleen are divided into non-lymphoid and

lymphoid groups. Vascular neoplasms of non-lymphoid tumors con-
sist the vast majority part.!
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Hemangioma is the most common seen non-
lymphoid vascular tumor of spleen and has benign
characteristic. Its frequency among splenic tumors
is 0.3-14%.? These tumors do not become in large
sizes and have better prognosis. If they become
large, they may cause symptoms such as pancy-
topenia and hemolytic anemia due to splenomegaly
and hypersplenism.? Hemangiosarcoma is very rare
non-lymphoid primary malign neoplasm of spleen.?
Hemangiosarcomas which may be in larger di-
mensions, are able to have very aggressive and fatal
characteristic. Life expectancy of patients with he-
mangiosarcoma is less than one year.> Widespread
metastasis and catastrophic outcomes such as
splenic rupture is possible. Among primary vascu-
lar tumors, epithelioid hemangioendotheliomas
(HE) are rare intermediate vascular tumors.? These
tumors never perform the exact biological behav-
ior.* They may be seen just like hemangioma or he-
mangiosarcoma.’

CASE REPORT

A 42-year-old male patient admitted to our clinic
with complaint of left-side abdominal pain. His
physical examination and all laboratory (biochem-
ical tests, complete blood count) findings were
found as normal. In abdominal ultrasonography ex-
amination, splenomegaly with multiple lesions (the
largest size of 38x36 mm) in hypo-echoic appear-

ance were observed (Figure 1). Blood flow veloci-
ties, flow patterns and directions were normal in
Doppler ultrasonography. Abdominal computed
tomography (CT) revealed multiple hyperdense
nodular lesions in the splenic parenchyma (Figure
2). Characteristics of lesions were not compatible
with metastasis in abdominal magnetic resonance
imaging (MRI) (Figure 3). No imaging finding in
the favor of metastasis was detected in thoracoab-
dominal CT study. Regarding to these findings,
splenectomy was performed subsequently. In the
pathological examination, many foci of HE were
reported (Figure 4). Mild nuclear polymorphism,
mitosis 1/50 (High Power Field-HPF), no necrosis,
Ki 67 proliferation index less than 5% were ob-
served in pathological examination. CD3, CD4 and
factor 8 staining were positive. S-100, CD68, CD8,
cytokeratin staining and immune reactivity were
negative. After 2-year post-operation follow up, all
of physical examination, laboratory and imaging
findings were remaining stable.

DISCUSSION

HE is considered as an intermediate-borderline
characterized malignancy.® Generally, it can be
seen in some regions including soft tissues, ex-
tremities, retroperitoneum, bones, liver, lung,
brain, meninx, lymph nodes and skin.” However,
splenic involvement of HE is rarely seen condi-

FIGURE 1: Abdominal Ultrasonography shows multiple hypoechoic lesions in the spleen (arrows).
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FIGURE 2: Abdominal CT study in late veneous phase shows multiple full-
enhanced nodular lesion (black arrows) in splenic parenchyma.

FIGURE 3: Abdominal MRI examination depicts multiple full-enhanced
nodular lesion (White arrows) in late veneous phase.

tion.! In the current study, a literature review of
splenic HE was conducted following a search of
PubMed using the key words hemangioendothe-
lioma and spleen or splenic hemangioendothe-
lioma. Including seven cases in total, five of them
were adults and two were in the pediatric age
group. Non-specific symptoms such as weakness or
abdominal swelling can be seen in patients with
HE. In addition to these findings, palpable mass,
hematologic abnormalities, hypo-hypersplenism,
normochromic-normocytic anemia, trauma related
consumption coagulopathy splenic rupture organ
metastases and splenic rupture have been re-
ported.!27-10

In the literature, Kaw et al. reported a case of
48-year-old male patient who had been examined
for chronic anemia and later, HE detected in the

spleen. It was reported that the anemia was recov-
ered during the follow up after the splenectomy.?
Another case of 58-year-old female patient who
admitted with abdominal pain. In this case HE was
detected after splenectomy.! Fuchs et al. reported a
78-year-old female patient with splenomegaly, HE
diagnosed after splenectomy for the risk of splenic
rupture. No metastasis had been detected, however
6 months after splenectomy, the patient died.!! In
another case, splenic HE was diagnosed in a new-
born infant who had segmental splenectomy due
to hypovolemic shock which had been caused by
spontaneous rupture of the spleen; a year later,
splenic functions were totally normal.'? By now,
only two pediatric cases have been reported in lit-
erature; the first case was a 9-year-old male with
HE of the liver and spleen who had received a par-
tial splenectomy, however, he succumbed to con-
sumptive coagulopathy.’ The second one, was the
case of a 9-year-old female patient with splenic HE,
who underwent a partial splenectomy. The patient
showed no recurrence or complications during the
15-month follow up." In our case, the only pre-
sented symptom was left-side abdominal pain.
Hematological parameters were completely nor-
mal. After the splenectomy, the patient was fol-

FIGURE 4: Histopathologic examination: 400x view reveals multiple ep-
ithelioid hemangioendothelioma foci and the pale-staining cuboidal endothe-
lial cells.

(See color figure at
http://www.turkiyeklinikleri.com/journalfic-hastaliklari-dergisi/500/tr-index.html)
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lowed up to 2 years revealed normal laboratory
and physical examinations findings.

However definitive diagnosis cannot always
be made by imaging. In general, radiological im-
aging in primary vascular tumors of spleen is not
specific. In abdominal CT, the vascular composi-
tion of neoplasm can only be evaluated when the
contrast material is given.'* It was very difficult to
diagnose HE in our patient, because the images of
US, MRI and CT were nonspecific for diagnosis as
well as for metastasis. The patient was operated
due to multiple lesions in the spleen and only after
the pathological study, splenic epithelioid HE was
diagnosed.

Eventhough, HE is the rarest tumor among
non-lymphoid vascular splenic tumors; its clinical
course is variable from benign hemangioma to ma-
lign hemangiosarcoma. Despite it is an intermedi-
ate-borderline tumor, rupture related to the
growth of tumor or the possibility of metastasis can
make this tumor as in malign characteristic. Exci-
sion of the mass before developing to be in the
larger sizes, provides it to have good outcome re-
sults. Because early diagnosis and treatment may
prevent conditions such as widespread metastasis,
splenic rupture and operative complications. We
strongly emphasize its clinical consideration and
importance in differential diagnosis.

I REFERENCES

gioendothelioma of the spleen: imaging find-

1. Ferrozzi F, Bova D, De Chiara F. Heman- 6.

Nayler SJ, Rubin BP, Calonje E, Chan JK,
Fletcher CD. Composite hemangioendothe-

splenic hemangioendothelioma]. Arkh Patol
1997;59(6):56-9.

ings at color Doppler, US, and CT. Clin lioma: a complex, low grade vascular lesion {1, Fychs M, Fuchs G, Schleff J. [Malignant he-
Imaging 1999;23(2):111-4. mimicking angiosarcoma. Am J Surg Pathol mangioendothelioma of the spleen as an inci-
Kaw YT, Duwaji MS, Knisley RE, Esparza AR. 2000;24(3):352-61. dental finding of abdominal surgery]. Chirurg
Hemangioendothelioma of the spleen. Arch 7. Bollinger BK, Laskin WB, Knight CB. Epithe- 1990;61(2):134-6.
Pathol Lab Med 1992;116(10):1079-82. liod hemangioendothelioma with multiple site ~ 12. Cerda J, Lugue Mialdea R, Soleto J, Martin-
Wolf BC, Neiman RS. Disorder of the spleen. involvement. Literature review and observa- Crespo R, Aguilar F. Segmentary splenec-
In: Bennington JL, ed. Major Problems in tions. Cancer 1994;73(3):610-5. tomy of the lower tip because of spontaneous
nd i i . - i H i i
Pathology. 2" ed. Philadelphia, Pa: WB Saun 8. Tiu CM, Chou YH, Wang HT, Chang T. Ep- rupture ofasplgnlc hemangloendothellomg in
ders Co; 1989. p.192-204. A : : o a new--born child a case report. Eur J Pediatr
ithelioid hemangioendothelioma with in- .
Abbott RM, Levy AD, Aquilera NS, Grospe L, trasplenic metastases: ultrasound and Surg 1994:4(2):113-5.
Thompson WM. From the archives of the computed tomography appearance. Comput 13. Wang Z, Zhang L, Zhang B, Mu D, Cui K| Li S.
AFIP: primary vascular neoplasms of the Med Imag Graph 1992;16(4):287-90. Hemangioendothelioma arising from the
spleen-radiologic pathologic correlation. Ra- ' . spleen: a case report and literature review.
diographics 2004;24(4):1137-63. 9. Coyal BA, Babu SN, Kim V, Katariya S, Rao Oncol Lett 2015;9(1):209-12.
Van Beers B, Roche A, Mathie D, Menu Y, Delos KL. Hemangioendothelioma of liver and ., . ic Bova b Draghi F, Garlaschi G. CT
o . spleen: trauma-induced consumptive coagu- - o
M, Otte JB, et al. Epithelioid hemangioendothe- lopathy. J Pediatr Surq 2002:37(10): E29 findings in primary vascular tumors of the
lioma of the liver: MR and CT findings. J Comput uopatny. J Fediatr surg 37(10): E29. spleen. AJR Am J Roentgenol 1996;166(5):
Assist Tomogr 1992;16(3):420-4. 10. Cherniave AL, Mikhaleva LM. [Malignant 1097-101.

Turkiye Klinikleri J Intern Med 2016;1(1)
54



