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Abstract
Castleman’s disease is a rare, benign pathology characterized by lymph node hyperplasia. 
Clinically, it is classified as either multicentric or unicentric disease. The choice of 
treatment depends on the subtype of the disease, with surgical intervention being 
preferred for unicentric cases and a combination of chemotherapy, corticosteroids, 
or immunomodulators being used for multicentric cases. Given the rarity of this 
pathology, the objective of this study is to present a case report of a male patient 
with an anatomopathological diagnosis of Castleman’s disease. 
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Introduction
Castleman’s disease is an atypical, non-oncological condition that presents 
in two clinical forms1.

The unicentric variant affects one or more lymph nodes in a single region 
of the body, and the majority of cases are asymptomatic1; in contrast, the 
multicentric variant involves lymphadenopathies across multiple regions of the 
body. Patients with this form of disease typically exhibit systemic inflammatory 
symptoms, generalized pathological lymph nodes, hepatosplenomegaly, 
cytopenia, and in some cases, organ dysfunction due to an excessive 
proinflammatory response to interleukin 6 (IL-6)1,2.

Case report
A 47-year-old male patient with no history of prior diseases sought medical 
evaluation for a slow-growing mass in the submaxillary region, with no 
associated symptoms. Upon physical examination, a mass, mobile, non-painful 
left submaxillary mass, approximately 5 cm in diameter, was identified, along 
with a second mass at the right submaxillary level (Figure 1). A biopsy of the left 
submaxillary mass reported a lymph node with partial loss of architecture, primary 
and secondary lymphoid follicles with hyalinized germinal centers, and blood 
vessels with thickened walls. An expanded mantle area, observed in concentric 
layers in several follicles, and a slightly expanded interfollicular area due to the 
presence of reactive plasma cells were also noted. An immunohistochemical 
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study revealed CD3-positive in membrane of reactive T lymphocyte membranes, 
CD20-positive reactive B lymphocyte membranes, BCL-2 positivity in a reactive 
pattern, CD138-positive reactive plasma cell membranes in the zone-enhancing 
area, and CD23-positive expanded dendritic cells arranged in a concentric pattern. 
The biopsy results were consistent with mixed Castleman’s disease (vascular 
hyaline and rich in plasma cells).

Further examinations—brain, thoracic, abdominal, and pelvic tomography—were 
carried out to assess the disease’s extent, revealing no pathological changes. 
Neck tomography, however, revealed an adenomegaly approximately 4 cm in 
diameter at the IA level, a lymphadenopathy approximately 3 cm in diameter at 
the right IB level, and another approximately 3 cm at the left IB level. (Figure 2).

Figure 1. 47-year-old man with presence of cervical masses at the submental, right 
submaxillary, and left submaxillary levels.

Figure 2. Tomography shows a homogeneous mass of 4 cm in diameter located at the 
cervical IA level, a homogeneous mass of approximately 3 cm located at the cervical 
right IB level, and a homogeneous mass of 3 cm at the left IB level.

Laboratory tests showed no signs of anemia, infectious or active inflammatory 
process. Given the diagnosis of localized Castleman’s disease, a decision was 
made to perform surgical resection. This involved the complete resection 
of cervical adenopathies at the IA level and the bilateral IB level. During the 
surgery, a submandibular cervical adenopathy approximately 3x2x2 cm in size 
was found, along with a right submandibular cervical adenopathy approximately 
3x2x2 cm in size, which was firmly attached to the submandibular gland, and 
a left submandibular adenopathy approximately 4x3 cm in size (Figure 3).
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The patient’s post-surgical recovery was favorable, with adequate pain control 
and vital signs within normal limits. The patient tolerated the diet well and 
was discharged 24 h post-surgery. At one-year postoperative checkup, the 
patient was asymptomatic with no evidence of disease recurrence.

Discussion
Castleman’s disease is a rare benign lymphoproliferative pathology, first 
described in 1956 by Benjamin Castleman, and is characterized by antigenic 
overstimulation of unknown origin. The clinical presentation can be either 
localized unicentric or multicentric disease2,3.

The etiology remains unclear, but the pathophysiology of the disease often 
involves the proliferation of B lymphocytes and plasma cells in the lymphoid 
organs of any body region. Most often, it is identified in the mediastinum 
(30-70%), neck (20%), abdomen (23%), and retroperitoneum (14%)4.

In some cases, multicentric disease is related to the human herpes virus 
8 (HHV-8) and the human immunodeficiency virus (HIV), both of which can 
cause abnormal production of interleukin 6 (IL-6)1. The symptomatology 
in multicentric cases is associated with systemic disease resulting from an 
increase in IL-6, leading to B lymphocyte proliferation and vasculogenesis. 
This can manifest as constitutional symptoms such as diaphoresis, fever 
(>38 °C), weight loss, fatigue, hepatosplenomegaly, fluid retention with pleural 
effusion, peripheral edema and ascites, cutaneous findings like violet papules 
and angiomas, or respiratory pathologies such as lymphocytic interstitial 
pneumonitis2,3. The age of onset varies, but cases have been more frequently 
reported in age groups in the fifth decade of life without gender predilection. 
Imaging studies may reveal homogeneous diffuse lymphadenopathies with 
lymph nodes >1 cm in more two lymph node stations; paraclinical findings 

Figure 3. Complete resection of cervical adenopathies at the bilateral IB level and IA 
level.
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may include PCR >10 mg/dL, anemia, and alterations in platelet count and 
ESR (erythrocyte sedimentation rate) (>15 mm/h). The diagnosis is confirmed 
through biopsy. Histologically, the disease can differ into three groups when 
idiopathic multicentric: hypervascular histological subtype, plasma cell subtype, 
and mixed subtype. If related to HHV-8, the subtype is plasmablastic. 1.3

For treatment, various therapies can be combined, including radiotherapy, 
chemotherapy, steroid use, and/or surgical resection1. The unicentric variant is 
often asymptomatic, manifesting as a slow-growing mass identified incidentally 
in imaging studies, as in the patient of the present study. Symptoms can 
sometimes develop, associated with a mass effect compressing adjacent 
structures1. This variant appears more frequently in the fourth decade of life, 
emphasizing the versality of age at presentation, and is seen more frequently in 
women2. Laboratory studies are typically normal, and tomography may reveal 
a mass that can be either homogeneous or heterogeneous, with calcifications 
present in 5 to 10% of cases, showing hyper uptake on contrast-enhancing 
studies1. Fine-needle aspiration is not recommended because of the risk of 
bleeding and the possibility of obtaining an insufficient sample for a definitive 
diagnosis. According to histopathological studies, classification can include 
plasma subtype, vascular hyaline, and mixed, as determined in the patient 
in this case, who presented with mixed Castleman’s disease (vascular hyaline 
and rich in plasma cells)3.

Management in localized disease consists of complete surgical resection, which 
is considered the gold standard. Recurrence is rare and is usually attributed 
to incomplete initial resection or lymphadenopathies not identified during the 
initial assessment, leading to surgical intervention as the chosen treatment for 
our patient. Occasionally, angioembolization may be used to reduce the risk 
of hemorrhage, particularly in large and vascularized adenomegaly4,5. A mass 
may be considered unresectable when its location involves vital structures 
such as major blood vessels; if asymptomatic and unresectable, management 
consists of follow-up, or in symptomatic unresectable cases, treatment may 
involve immunomodulation, immunosuppression, angioembolization, or 
radiotherapy3,4.

Post-treatment follow-up should occur one month after treatment to check 
for symptoms or findings on physical examination and laboratory and imaging 
studies. Subsequent follow-up is carried out annually, and imaging studies may 
be discontinued after five years if the patient remains disease-free. In cases of 
disease recurrence, positron emission tomography and computed tomography 
(PET/CT) scans may be requested to assess the potential development of 
lymphoma5.

References
1. Ehsan N, Zahra F. Castleman disease [Internet]. Treasure Island: StatPearls 

Publishing; 2022 [cited 2023 May 24]. Available from: https://www.ncbi.nlm.
nih.gov/books/NBK576394/



León Sanguano et al. Arch Head Neck Surg. 2023;52:e20230010. 5/5

MISCELLANEOUSCastleman’s disease: atypical pathology – a case report

2. Aguiar Quevedo K, Jordá Aragón C, Mancheño Franch N, Sales Badía G, Calvo 
Medina V, García Zarza A, Pastor Guillén J. Enfermedad de Castleman: dos 
variantes, dos pacientes. Rev Patol Respir. 2011;14(4):138-42. http://dx.doi.
org/10.1016/S1576-9895(11)70126-6.

3. Masaki Y, Arita K, Sakai T, Takai K, Aoki S, Kawabata H. Castleman disease and 
TAFRO syndrome. Ann Hematol. 2022;101(3):485-90. http://dx.doi.org/10.1007/
s00277-022-04762-6. PMid:35044513.

4. Krokenberger M, Schwamborn K, Strassen U. Prevalence of Castleman’s disease 
in patients suffering from cervical lymphadenopathy. Laryngoscope Investig 
Otolaryngol. 2022;7(5):1430-5. http://dx.doi.org/10.1002/lio2.891. PMid:36258858.

5. Talat N, Belgaumkar AP, Schulte KM. Surgery in Castleman’s disease: a systematic 
review of 404 published cases. Ann Surg. 2012;255(4):677-84. http://dx.doi.
org/10.1097/SLA.0b013e318249dcdc. PMid:22367441.

*Correspondence
Daysi Alejandra León Sanguano 
General Surgeon, Eugenio Espejo 
Gran Colombia Avenue and Yaguachi, 
Quito, Ecuador 
Tel: +593 983351498 
E-mail: daysileonsmd@gmail.com

Authors information
DALS, CPJS, DAVB and DSAG - General 
Surgeons, Pontificia Universidad 
Católica del Ecuador (PUCE); Medical 
Specialists, Eugenio Espejo Hospital. 
DAPM - Medical Specialist Head 
and Neck Surgery, Universidade 
de São Paulo (FMUSP); Head and 
Neck Surgeon ang General Surgeon, 
Eugenio Espejo Hospital, Quito, 
Ecuador.

https://doi.org/10.1016/S1576-9895(11)70126-6
https://doi.org/10.1016/S1576-9895(11)70126-6
https://doi.org/10.1007/s00277-022-04762-6
https://doi.org/10.1007/s00277-022-04762-6
https://pubmed.ncbi.nlm.nih.gov/35044513
https://doi.org/10.1002/lio2.891
https://pubmed.ncbi.nlm.nih.gov/36258858
https://doi.org/10.1097/SLA.0b013e318249dcdc
https://doi.org/10.1097/SLA.0b013e318249dcdc
https://pubmed.ncbi.nlm.nih.gov/22367441

