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Extranodal Castleman Disease of the Upper Arm
presenting with joint pain: A case report
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Abstract:

Hyaline vascular type Castleman Disease (HVCD) is a rare benign disorder characterised by lymphoid
hyperplasia. Mediastinum is the most common site of occurence with extremeties being rare. We describe a case
of HVCD of upper arm in a 35 yeras old female presenting with predominantly a soft tissue, superficial swelling
in right arm and excised as soft tissue tumor.
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I.  Introduction:

Benjamin Castleman described a case series of 13 patients who presented with enlarged mediastinal
lymph nodes and were erroneously diagnosed as thymoma. He described two prominent histopathological
features in these lymph nodes that were separate from other lymphoporoliferative disorders and neoplasms.
These features were hyperplasia of lymphoid follicle and marked capillary proliferation [1]. Castleman disease
presents as an interesting differential to a variety of malignancies, including follicular dendritic cell sarcoma,

Kaposi’s sarcoma (KS), non-Hodgkin’s lymphoma, Hodgkin’s lymphoma [2,3]. In recent years it has been

associated with POEMS syndrome as well as with the human immunodeficiency virus (HIV) and human
herpesvirus 8 (HHV-8) [4,5]. Histologically two variants of CD have been described : Hyaline vascular
Castleman disease (HVCD) and plasma cell Castleman disease (PCCD). Of the two histological variants,
HVCD accounts for 90% of cases and most commonly presents as a mediastinal nodal mass [6,7,8]. Few cases
of Castleman disease in the extremities have been reported in the English literature [9-11].

Il. Case Report:

A 35 years old female presented with a swelling and pain on her right upper arm for 3 years. The petint
complained that initially the swelling was painless but now not only was it painful but also restricted her elbow
joint. No history of previous tuberculosis could be elicited. There was no other swelling present in the patient.
Examination revealed a soft, well defined, 4cm swelling on the medial aspect of upper mid arm. Conventional
radiograph revealed a soft tissue tumor. Excisional biopsy was performed and the tissue was received in 10%
buffered formalin for histopathological examination. Grossly the tissue was globular measuring 4.5x2.5x2 cms.
On cut section it was hemorrhagic. Histological examination revealed a capsulated mass with hyperplasia of
lymphoid follicles separeted by thick collagenised bands, marked capillary proliferation by medium sized
vessels surrounded by fibrosis [Figure 1a]. At few places rimming of lymphocytes in “onion skin” manner was
also appreciated [Figure 1b]. Also at few places plasma cell along with lymphocyted in the fibrosed tissue were
appreciated. Considering the microscopic findings, A diagnosis of Hyaline vascular type Castlemans Disease
was given. The patient was lost in follow up.

I11. Discussion:

In 1954, Benjamin Castleman described a separate entity from lymphoproliferative disorders and
neoplasms. These lesions mainly occured in mediatinal lymph nodes and were misdiagnosed as thymoma. He
described them as hyperplasia of lymphoid follicales and capillary proliferation that accounted for excessive
bleeding on surgery in these patients [1]. Histologically three types have been described: a) Hyaline Vascular
type CD, b) plasma cell type and c¢) Mixed type showing features of both HVCD and PC [12]. Most common
sites of involvement include mediastinum or retroperitoneum [13,14]. Extremeties are rarely involved [14]. The
mean age of presentation has been given as 18 years by Eward et al [15]. Though our patient is a little older,
several case reports have mentioned older age of presentation [15]. The knowledge on radiological findings was
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sparse regarding to CD and often showed non specific fetaures of soft tissue tumors, vascular tumors, malignant
lymphoma [14,15]. This often led to a misdiagnosis clinically. Also the proliferation of blood vessels may point
to a cavernous hemangioma. Additionally, it is important to recognize and diagnose Castleman disease because
of its potential for transformation into follicular dendritic cell sarcoma. To the best of our knowledge only one
case of recurrence of CD has been reported in a patient with a nasopharyngeal HVCD mass which recurred 8
years after excision [16].This same patient developed a follicular dendritic cell sarcoma 11 years after excision
of the primary [16].In summary, the diagnosis of castlemans has always been challenging, especially when
presenting at unusual locations. We have described this case with the hopes that it will sensitize the clinicians to
consider Castleman disease when atypical soft tissue masses of the extremities are encountered.
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Figure 1a: H & E, 10X: Microscopy showing hyperplasia
of lymphoid follicles separeted by thick collagenised

bands, marked capillary proliferation by medium sized
vessels surrounded bv fibrosis
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Figure 1b: H & E. 40X: Microscopy showingrimming of
lymphocytes in "onion skin” manner
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