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Introduction

Castleman and Towne [1]. first described giant cell mediasti-
nal lymph node hyperplasia in 1954 and defined Castleman’s 
disease (CD) as a rare benign proliferation of mediastinal 
lymphoid tissues with unknown etiology. It has a peak age of 
incidence in the third and fourth decades. In addition, 70% of 
CD is found in the mediastinum and it is uncommonly found 
in neck, pancreas, or pelvic cavity [2]. Keller et al. [3] reported 
over than 80 cases and provided evidence of the lymph node 
hyperplasia found in sites other than mediastinum. The au-
thors revised the definition of CD to include extramediastinal 
lymph node hyperplasia. However, only few cases of pelvic CD 
have been reported and these were often misdiagnosed as an 
adnexal mass [4-6]. We represent a case of asymptomatic CD 
in a young woman in which the lesion was initially diagnosed 
as an ovarian tumor and review the clinicopathological find-
ings in a presentation of CD.

Case report

A 27-year-old woman was referred to our hospital for a pelvic 
mass detected by transvaginal ultrasonography. She denied any 
systemic symptoms such pelvic pain, fatigue, fever, or weight 
loss. Physical examination was unremarkable and there were 

no swollen lymph nodes in neck, axillaries, and inguinal area. 
Blood tests including CA-125 showed no evidence of inflamma-
tion, infection, or malignancy. Chest X-ray revealed no abnormal 
findings. Transvaginal ultrasonography detected 7×5-cm-sized 
hyperechoic mass adjacent to the right ovary (Fig. 1A). Following 
computed tomography scanning of the abdomen showed about 
7-cm-sized mass on the right extraperitoneal pelvis with bilateral 
external iliac lymph node enlargement (Fig. 1B, 1C). The patient 
underwent single-port access laparoscopic surgery with the initial 
impression of benign neoplasm of either lymph node or right 
ovary. Briefly, after making a 1.5-cm vertical intra-umbilical skin 
incision, a wound retractor was inserted into the peritoneal cavity 
through the umbilicus. A 7 and a half surgical glove was fixed to 
the outer ring of the wound retractor. After making small inci-
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sions in the finger tip portions of the glove, three 5-mm trocars 
were inserted. Laparoscopic exploration revealed grossly normal 
uterus and bilateral ovaries. There was 7-cm-sized pelvic mass, 
most likely to be lymph node enlargement at the right external 
iliac area (Fig. 1D). A laparoscopic monopolar device was applied 
to excise the pelvic peritoneum to expose the pelvic mass, and 
then bipolar device was applied to ensure coagulation around 
the tumor. Although it was closely located to the external iliac 
vessels, there was no direct vascular invasion noted in the tumor 
and the surface of the tumor was well circumscribed and rub-
bery firm. Therefore, we could dissect the tissues around the 
tumor and desiccate the feeding vessel from the external iliac 
artery without hemorrhage. After the tumor was put in a laparo-
scopic bag, it could be removed by manual morcellation through 

the umbilicus without tumor spillage. No enlarged lymph nodes 
were found at the retroperitoneal region and pelvic lymph node 
dissection was not performed. 

On gross examination, the surface of the specimen was well 
circumscribed and rubbery firm. The cut surface appeared soft, 
finely granular, and pale yellow in color. Microscopic examination 
demonstrated multiple mature lymphoid follicles with a hyalin-
ized germinal center in an onion-skin arrangement, which was 
consistent with the hyaline-vascular type of CD (Fig. 2).

The patient recovered without any complication and she was 
discharged three days after the surgery. Abdominal computed 
tomography scanning at three months after the surgery showed 
no evidence of recurrence.

Fig. 1. About 7-cm-sized mass at right extraperitoneal pelvis. (A) Transvaginal ultrasonography. (B,C) Abdominopelvic computed tomography. (D) Intraopera-
tive finding.
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Discussion

CD is a rare benign neoplasm of lymph nodes with unknown 
etiology. Since Castleman and Towne [1] had reported the 
first case, there have been reports of lymph node hyperplasia 
outside the mediastinum and CD now includes extramediasti-
nal lymph node hyperplasia [3]. The clinical manifestations of 
CD are heterogeneous ranging from asymptomatic to diffuse 
lymphadenopathy with severe systemic symptoms [7]. Histo-
pathologically, CD is classified into the hyaline vascular variant 
(HVV), the plasma cell variant, and vascular-plasma cell variant 
[3]. The HVV type of CD is generally presented in unicentric 
pattern with a disease confined to a single anatomic lymph 
node-bearing region. The HVV types have been usually asymp-
tomatic. Multicentric presentation is commonly found in the 
plasma cell variant type, which is characterized by generalized 
lymphadenopathy, systemic symptoms, hepatosplenomegaly 
and a more aggressive clinical course with the potential for 
malignant transformation [3,7]. 

The etiology of CD is still unclear, but several factors have 
been proposed to be associated with the development of CD, 
which include chronic low-grade inflammation [1], an im-
munodeficient state [7], and autoimmunity [8,9]. Especially, a 
large body of evidence has supported the importance of infec-
tion with human herpesvirus 8 or Kaposi sarcoma-associated 
herpesvirus in the etiology and management of multicentric 
CD. In multicentric CD, human herpesvirus 8 can be detected 
in plasmablastic cells [10,11]. Furthermore, Interleukin-6, a 
multifunctional cytokine known to affect tumor growth and 

angiogenesis, has been implicated as a contributing factor to 
the development of CD [9]. Nishi et al. [12] found that CD 
patients had higher vascular endothelial growth factor concen-
tration than normal control, suggesting blood vessel prolifera-
tion may be associated to the pathogenesis of CD. In present 
time, surgical excision is the standard therapy. However, many 
studies have suggested cytoreductive surgery followed by che-
motherapy and radiation therapy as the potential treatment 
option for the disease. However, the effectiveness has not 
been proved yet and further studies must be required to make 
a concrete guideline for the treatment of the disorder. Our 
patient had unicentric CD of the HVV type without symptom. 
This mass occurred in the retroperitoneal region adjacent to 
the lateral pelvic wall with vascular supply from the iliac ves-
sels. The hypervascularity is commonly associated with a heavy 
bleeding at excision [13,14]. Moreover, dense fibrous adhesion 
to the pelvic vessels or pelvic wall can make it difficult to per-
form a surgical removal [14,15]. To avoid massive hemorrhage, 
it is essential to fully dissect tissues around the tumor and have 
enough space to desiccate the feeding vessel originated from 
large vessel.

There were a few reports of CD found in female pelvis, 
which resemble clinical characteristics of tubo-ovarian abscess, 
endometriotic cysts, or dermoid cyst of ovarian origin. Despite 
the low incidence of CD in female pelvis, because of the clini-
cal resemblances of other pelvic mass, it may be difficult to 
diagnose CD from initial evaluation and may be considered to 
be included in the differential diagnosis of pelvic mass.

Fig. 2. Microscopic examination showing Castleman’s disease representing hyaline-vascular type. (A) Multiple lymph node hyperplasia (HE, ×200). (B) Hya-
linized germinal center (HE, ×400).

A  B



www.ogscience.org326

Vol. 58, No. 4, 2015

Conflict of interest

No potential conflict of interest relevant to this article was 
reported.

References

1. Castleman B, Towne VW. Case records of the Massachu-
setts General Hospital: case no. 40231. N Engl J Med 
1954;250:1001-5.

2. Castleman B, Iverson L, Menendez VP. Localized mediasti-
nal lymphnode hyperplasia resembling thymoma. Cancer 
1956;9:822-30.

3. Keller AR, Hochholzer L, Castleman B. Hyaline-vascular 
and plasma-cell types of giant lymph node hyperpla-
sia of the mediastinum and other locations. Cancer 
1972;29:670-83.

4. Ebara S, Song SN, Mizuta H, Ito Y, Hasegawa K, Kamata 
T, et al. Interleukin-6-producing dermoid cyst associ-
ated with multicentric Castleman’s disease. Int J Hematol 
2012;95:198-203.

5. Hsieh CH, Changchien CC, Lan KC, Huang CC, Shen 
CC, Chang SY, et al. Pelvic Castleman’s disease present-
ing as an adnexal tumor. Acta Obstet Gynecol Scand 
2004;83:311-3.

6. Nakamura Y, Tokuyama O, Muso A, Kawamura N, Yasui 
T, Ishiko O. Asymptomatic pelvic Castleman disease in 
an infertile woman: case report. Arch Gynecol Obstet 
2004;269:156-8.

7. Oksenhendler E, Duarte M, Soulier J, Cacoub P, Welker Y, 
Cadranel J, et al. Multicentric Castleman’s disease in HIV 
infection: a clinical and pathological study of 20 patients. 
AIDS 1996;10:61-7.

8. Frizzera G. Castleman’s disease: more questions than an-
swers. Hum Pathol 1985;16:202-5.

9. Hsu SM, Waldron JA, Xie SS, Barlogie B. Expression 
of interleukin-6 in Castleman’s disease. Hum Pathol 
1993;24:833-9.

10. Cronin DM, Warnke RA. Castleman disease: an update on 
classification and the spectrum of associated lesions. Adv 
Anat Pathol 2009;16:236-46.

11. Saeed-Abdul-Rahman I, Al-Amri AM. Castleman disease. 
Korean J Hematol 2012;47:163-77.

12. Nishi J, Arimura K, Utsunomiya A, Yonezawa S, Kawakami 
K, Maeno N, et al. Expression of vascular endothelial growth 
factor in sera and lymph nodes of the plasma cell type of 
Castleman’s disease. Br J Haematol 1999;104:482-5.

13. Baser I, Dilek S, Pabuccu R, Ulgenalp I, Mermut S, Finci R. 
Unexpected nature of a pelvic mass in pregnancy: Castle-
man’s disease. Gynecol Obstet Invest 1989;28:53-5.

14. Schwartz A, Eid A, Sasson T, Cohen P, Durst AL, Rivkind 
AI. Pelvic giant lymph node hyperplasia (Castleman’s 
disease): a surgical and radiological approach. Eur J Surg 
1996;162:993-6.

15. Riba PO. Castleman’s disease: angiofollicular benign 
lymph-node hyperplasia. Radiological features in the dif-
ferential diagnosis of vascular tumours of the pelvis. Br J 
Radiol 1979;52:412-4.


