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ABSTRACT: We report here a rare case of mesenteric castelman’s disease presenting as a lump in 

abdomen. A 11 year old female child was admitted in surgery ward presenting with intermittent right 

lower quadrant abdominal pain and lump in lower abdomen. CT scan revealed well defined iso-

attenuating round solid lesion with smooth margins of approximate size 7.2x6.5cm showing 

moderate homogenous enhancement with few central nonenhancing necrotic areas in it. Exact 

origin of mass could not be ascertained. Findings might represent GIST, Solid ovarian tumour but 

definite preoperative diagnosis couldn’t be confirmed. Patient underwent exploratory laparotomy and 

it was a solid mesenteric mass, on microscopic examination confirmed it to be hyaline vascular type 

of Castelman’s disease. 
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INTRODUCTION: Castleman’s disease (giant lymph node hyperplasia angiofollicular lymphoid 

hyperplasia is a rare lymphoproliferative disease of unknown origin, first described by Castleman in 

1954. In the majority of the reported cases, the disorder is located in the mediastinum, whereas the 

mesenteric involvement is very unusual. The disorder is divided in two histological types: a) the 

hyaline-vascular type, which accounts for more than 90% of cases and is usually asymptomatic, and 

b) the plasma cell type, which is almost always associated with systemic manifestations. Although 

the former type is the most frequent among the patients suffering from the disease, its variant, called 

lymphoid subtype, has very rarely been reported in the mediastinum and other extrathoracic sites 

and only once in the mesentery. We present a case of isolated mesenteric Castleman’s disease which 

presented as a palpable abdominal lump. 

 

CASE REPORT: An 11 year old female child was admitted in surgery ward presenting with 

intermittent right lower quadrant abdominal pain and lump in mid-lower abdomen. On physical 

examination there was 7cm sized palpable lump in the hypogastrium which was nontender& mobile 

in all directions. Initial laboratory investigations were within normal limits .X-ray chest and abdomen 

showed no pathologic findings. The USG of the abdomen revealed7x6 cm solid hypoechoic mass with 

vascularity within it, anterior to right kidney. No organomegaly was observed. The CT scan revealed 
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well defined iso attenuating round solid lesion with smooth margins of approximate size 7.2x6.5cm 

showing moderate homogenous enhancement with few central nonenhancing necrotic areas in it 

(Fig 1). Exact origin of mass could not be ascertained. Differential diagnosis of GIST, or solid ovarian 

tumour was made. On exploratory laparotomy, there was evidence of an egg shaped mass located at 

root of small bowel mesentery with enlarged regional lymph node and it measured 7.3x6.8x6cm in 

size. It was firm to hard and surrounded by thin fibrous capsule (Fig 2).Segment of mesentery that 

contained the mass with enlarged lymph node was resected along with nearby 20cm segment of 

small intestine and end to end anastomosis was done. Cut surface was homogenous, brown and 

firm. Histopathological examination was suggestive of atrophic lymphoid follicles surrounded by 

concentric small lymphocytes with hyalinized central vessels (Fig 4).The interfollicular areas show 

proliferation of small vessels surrounded by cuff of collagen suggestive of Castelman’s disease 

hyaline vascular type. 

 

DISCUSSION: Castleman’s disease is a rare pathologic process, with undefined precise incidence and 

unknown etiology, characterized by lymph node hyperplasia. Although it is most commonly seen in 

adults, it can also occur during childhood. Castleman disease is most often found in the mediastinum 

(67%) but has been identified in multiple anatomic locations, including the neck (14%), the pelvis 

(4%), and the axilla (2%).Two major histologic forms of Castleman disease, the hyaline-vascular and 

plasma cell types, and, uncommonly, a transitional or mixed form may be seen. The hyaline-vascular 

type of Castleman disease is found in 90% of affected patients and 70% of cases are diagnosed in 

patients younger than 30 years old. Patients with the hyaline-vascular type are usually asymptomatic; 

only 3% of patients present with systemic complaints. The hyaline vascular type tends to be localized, 

but in rare cases it is multicentric. The plasma cell type is slightly more likely to be multicentric, but 

it is sometimes localized. Histologically, the hyaline-vascular type shows hypervascular hyaline 

germinal centers. The follicle center cells are concentrically layered and flattened, with extensive 

capillary proliferation between follicles and complete effacement of lymphoid sinuses. .The localized 

hyaline vascular form has a unique indolent lymph node hyperplasia; which can be found in the 

abdomen, retroperitoneum or any lymph node basin; as a solitary mass. Compared with patients 

with the hyaline vascular type of Castleman disease, 50% of patients with the plasma cell type are 

symptomatic at presentation. Systemic signs and symptoms may include fever, elevated erythrocyte 

sedimentation rate, anemia, hypergammaglobulinemia, and splenomegaly. Pediatric patients may 

present with growth disturbance or failure to thrive. The plasma cell type histologically shows sheets 

of mature plasma cells with normal- to large-size follicular centers. Effacement of lymphoid sinuses is 

rare. The histology of Plasma cell type is not specific of systemic Castelman’s disease and can be 

found in autoimmune disease, AIDS and in lymph nodes draining carcinoma, so it is imperious to 

exclude this condition before diagnosing Castelman’s disease of PC type. This implies that serologic 

testing for HIV should be performed whenever a diagnosis of CD is contemplated. The etiology of 

Castelman’s Disease is related to chronic Human Herpes virus 8 (HSV8) ,as HSV8 has been found in 

lymphoid cells in case of systemic form, or PC type, of Castleman's disease. Castleman disease in the 

abdomen and pelvis is most commonly described in the radiology literature as a focal enhancing 

mass of varying locations, including the retroperitoneum, mesentery, portahepatis, and pancreas. 

The preoperative diagnosis of the disease is still very difficult even with the newest medical imaging. 
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The hyaline-vascular type is described as having three patterns on CT: a solitary noninvasive 

mass; a dominant infiltrative mass with associated lymphadenopathy; or matted lymphadenopathy 

without a dominant mass. Treatment of Castelman’s disease differs between localized and multifocal 

or systemic forms. The standard therapy of localized form is surgical excision which is curative when 

resection is complete and en-bloc. No recurrences have been reported after total excision in the 

literature. 

 

REVIEW OF LITERATURE: We have reviewed the following articles on castelmans disease 

J Gastrointestin Liver Dis June2006 Vol.15 NO2,171-174-  A rare form of isolated mesenteric 

castelman’s disease presenting as an abdominal mass(Isolated mesenteric castelman’s disease).The 

have reported a case of a 22-year old woman with isolated mesenteric Castleman’s disease of the 

lymphoid variant, which presented as a palpable abdominal mass. The final diagnosis was reached 

after exploratory laparotomy and resection of the tumor. The described case is the first reported case 

of Castleman’s disease of the lymphoid subtype, located in the mesentery. Castleman’s disease is a 

rare disorder characterized by proliferation of the lymphoid tissue. The most frequent location of the 

disease is the mediastinum. The location of the disease in the mesentery is rare and it is usually 

associated with the generalized form of the disease. 

Yonesei Medical Journal Vol 46, No2, pp.289-291, 2005 –Mesentric Castelman’s Disease. 

Reported a rare case of mesenteric Castleman’sdisease presenting as a mesenteric mass. A 13-year-

old female child was admitted to our hospital complaining of intermittent vague abdominal pain. She 

had hypochromic anemia, thrombocytosis and an elevated erythrocyte sedimentation rate (ESR). 

Ultrasonography and computed tomography indicated an intraabdominal mass might represent a 

lymphoma or gastrointestinal stromal tumor or leiomyoma, but the definitive preoperative diagnosis 

couldn't be confirmed. The surgical resection of the mass revealed the mesenteric hyaline vascular- 

type Castleman's disease. 

World Journal Of Surgical Oncology 2005, 3.33-Surgical management of abdominal and 

retroperitoneal castelman’s disease. 

The authors report two cases of localized Castleman's disease in the retroperitoneal space 

and review the current and recent progress in the knowledge of this atypical disease. The two 

patients were young healthy women presenting with a hypervascular peri-renal mass suggestive of 

malignant tumor. Both have been resected in-toto. One of them had an extensive resection with 

nephrectomy, while the second had a kidney preserving surgery. Pathological examination revealed 

localized Castleman's disease and surgical margins were free of disease. Postoperative course was 

uneventful, and after more than 5-years of follow-up no recurrences have been observed. Abdominal 

and retroperitoneal Castleman's disease could present either as a localized disease or as a systemic 

disease. Castleman's disease is a lymphoid hyperplasia related to human Herpes virus type 8, which 

could have an aggressive behavior, similar to that of malignant lymphoid neoplasm mainly with the 

systemic type, or a benign one in its localized form. Conclusion was localized Castleman's disease 

should be considered when facing a solid hypervascular abdominal or retroperitoneal mass. A better 

knowledge of this disorder and its characteristic would help surgeon to avoid unnecessarily extensive 

resection for this benign disorder when dealing with abdominal or retroperitoneal tumors. Surgical 

resection is curative for the localized form, when complete, while splenectomy could be indicated for 

the systemic form. 
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American Journal Of Radiology:175, July 2000-CT features of castelman’s disease of abdomen 

and pelvis 

Sixteen cases of Castleman disease of the abdomen or pelvis were found. The pathologic 

diagnosis was established by surgical excision in all patients. Ten women and six men, ranging in age 

from nine to 79 years (mean age, 39 years), were included. All patients had been examined with 

contrast-enhanced CT. The hyaline-vascular type was found in 11 patients (69%), the plasma cell type 

in three patients (19%), and a mixed form in two cases (13%). Of the 11 patients with the hyaline-

vascular type, eight (73%) were symptomatic. The most common symptom was abdominal pain; 

additional signs and symptoms included weight loss, fatigue, anemia, and elevated erythrocyte 

sedimentation rate. All three patients with the plasma cell type were symptomatic. Symptoms 

included fatigue , failure to thrive, fever, anemia, polyclonal hypergammaglobulinemia, elevated 

erythrocyte sedimentation rate, and splenomegaly. Both patients with the mixed form of the disease 

were symptomatic, both presenting with abdominal pain and one presenting with anemia. The 

lesion was an incidental finding in two patients. One patient presented with a palpable abdominal 

mass. Clinical history was unavailable for one patient. Fifteen patients (94%) were found to have a 

single mass on CT: nine in the retroperitoneum or pelvis, three in the portahepatis, and three in the 

mesentery. One patient presented with generalized lymphadenopathy in the chest, with diffuse 

abdominal lymph nodes measuring approximately 1 cm. Of the nine cases of focal retroperitoneal or 

pelvic Castleman disease, seven were located on the left side and two on the right side. Lesions 

ranged in size from 1 to 18 cm in maximum diameter (average size, 4.5 cm).All tumors had well-

defined margins. Tumors less than 5 cm in diameter generally showed homogeneous enhancement 

(enhancement defined as increased attenuation relative to the psoas muscle), whereas tumors 

greater than 5 cm in diameter generally showed heterogeneous enhancement. Calcification was seen 

in five (31%) of 16 patients; punctate calcification was seen in four patients and an “arborizing” or 

radial pattern of calcification was seen in one patient. Although calcification tended to be seen in 

larger lesions (average size, 15 cm), calcification was also seen in one lesion measuring 3.5 cm. 
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FIG 1: CT scan of the patient shows a well-circumscribed intra-abdominal mass of soft tissue 

density at the small bowel mesentery. 
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FIG 2: Intraoperative images showing mass arising from base of mesentery 

 

 

 

FIG 3: Gross specimen: note the vascularity over the tumour 
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FIG 4: Histological appearance 

 

 


