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Abstract 
Unicentric Castleman’s disease (UCD) is localized lymphoproliferative dis-
ease and has favourable prognosis. Surgery offers complete cure of unicentric 
Castleman disease. Radiotherapy offers either complete response or variable 
clinical response and cure in selected patients. The present case report is of a 
young unmarried obese girl presented with pain in right iliac fossa for 2 
months. On pelvic ultrasound and MRI performed for diagnosis only single 
enlarged right external iliac lymph node was the positive finding. The CT 
scan guided biopsy was performed and the histopathological finding was 
lymphoid lesion-reactive lymphoid hyperplasia is favoured over Hodgkin’s 
lymphoma. Successful laparoscopic complete excisional surgery was per-
formed for this single enlarged external iliac lymph node. The final histopa-
thological report of the lymph node removed was unicentric Castleman’s dis-
ease, hyaline vascular type. This is the 16th such reported case of pelvic re-
troperitoneal UCD of hyaline vascular type treated by surgical excision, and 3rd 
case treated by Laparoscopic excisional surgery. By now at the time of reporting 
this case 4 months of follow up has been completed and patient does not have any 
symptom nor not show any sign of residual disease locally on transabdominal ul-
trasound examination and whole-body PET CT scan is also normal. 
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1. Introduction 

Unicentric Castleman’s disease (UCD) is localized lymphoproliferative disease 
and has favourable prognosis. Multicentric Castleman’s disease (MCD) is more 
of a systemic disorder. IL-6 (interleukin 6) and HHV-8 (Human herpesvirus 8) 
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have been implicated in pathogenesis of the disease. The disease is called as or-
phan disease as the incidence is 16 to 21-25/million person years [1] [2]. UCD is 
more common than MCD. Surgery generally offers complete cure of disease.  

2. Case Report 

This is a case report of 24 yrs. Young unmarried obese female presented with 
lower abdominal pain and generalized weakness for 2 months.  

Before being referred to us she was investigated at another hospital where 
MRI was performed. The report of MRI was uterus and both adnexal structures 
were normal, a lobulated solid lesion in right iliac fossa of 73 × 49 × 35 mm, reg-
ular well circumscribed with areas of calcification without necrosis within suspi-
cion of soft tissue neoplastic lesion (Figures 1-6). 
 

 
Figure 1. MRI T1 weighted image of the mass Coronal section. 

 

 

Figure 2. MRI T2 weighted image of the mass Coronal section 1. 
 

 

Figure 3. MRI T2 weighted image of the mass Coronal section 2. 
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Figure 4. MRI T1 weighted image of the mass sagittal section. 
 

 

Figure 5. MRI T2 weighted image of the mass Coronal section 3. 
 

 

Figure 6. MRI T1 weighted image of mass, uterus, ovaries separate. 
 

Based on MRI report CT guided biopsy was performed in the same hospital 
which reported as lymphoid lesion-reactive lymphoid hyperplasia is favoured 
over Hodgkin’s lymphoma (Figure 7).  

She was referred for laparoscopic excisional biopsy with a suspicion of lym-
phoid hyperplastic disease.  

When she presented to us her vital signs were normal (Pulse: 90/min, B.P: 
120/70 mmhg, SpO2: 99%) and had a BMI of 37. There were no symptoms re-
lated to bowel or bladder. On abdominal palpation she was obese and a firm 
tender fixed mass was palpable in right iliac fossa with ill-defined margins. We  
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Figure 7. CT guided biopsy of mass. 
 
had additionally performed transabdominal ultrasonography to see the charac-
teristic of the mass. Uterus and both ovaries were normal. Right ovary was sepa-
rately identified. Ultrasound scanning the palpable mass revealed about 75 × 48 
mm echogenic mass with evident vascularity around the periphery with hypoe-
choic central area with distinct margins. Areas of calcification were seen below 
the surface anteriorly. The mass was positioned over external iliac vessels at in-
ternal inguinal ring. The RI of color doppler flow was 0.6 and PSV of 45.81 
cm/sec. It was concluded finally as enlarged external iliac group of lymph node 
(Figures 8-13).  

Laparoscopic excisional biopsy was planned. Her pre-operative blood investi-
gations were normal (Haemoglobin: 11.8 gms%, TC: 12,270, Platelets: 411,000, 
Blood Group: B positive; SGPT: 26, S.Creatinine: 0.40, RBS: 143, Anti-HCV: 
non-reactive, Urine: NAD, HbA1C: 6.14, HIV: Negative; HbsAg: Negative, INR: 
1.01, COVID-19 Negative, HHV-8 negative (post-operative). Chest X-ray and 
echocardiography also were normal.  

Laparoscopic surgery was performed by primary trocar inserted 4 cm above 
umbilicus in midline and 3 ancillary trocars. About 7.5 cm retroperitoneal mass  
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Figure 8. Transabdominal USG uterus. 
 

 

Figure 9. Transabdominal USG uterus with left ovary. 
 

 

Figure 10. Transabdominal USG Lobulated mass with calcification. 
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Figure 11. Transabdominal USG Lobulated mass PSV 45.81 cm/sec. 
 

 

Figure 12. Transabdominal USG uterus with right ovary. 
 

 

Figure 13. Transabdominal USG Lobulated mass with enhance peripheral vascularity. 
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was seen in right iliac fossa near internal inguinal ring. Mass was over external 
iliac vessels extending upwards and was fixed to abdominal wall. Mass was ex-
tending anteriorly 3 cm beyond attachment of round ligament. Right round li-
gament was stretched above the mass. Peritoneum over the mass was cut, round 
ligament also was cut laterally for exposure. Covidien made Maryland Laparo-
scopic sealer/divider 1937 was used for dissection and haemostasis and complete 
surgical excision. Feeding vessels originated from external iliac artery. The at-
tachment of mass to abdominal wall and inguinal ligament were dissected and 
cut. No attachment with external iliac vessels was seen. Capsule of the mass had 
remained intact during surgery and was a firm to hard in consistency. Mass was 
put in an appropriate size endobag. The bag was removed through left lower 
port incision which was extended to 3 cm. The tissue was partially morcellated 
within the bag without spillage for its removal through small incision. The con-
sistency of the mass was confirmed again as firm to hard while morcellating. 
Intraoperative blood loss was about 20 cc. There was no intra-operative compli-
cation. Left lower sheath was closed (Figures 14-27). 
 

 

Figure 14. Mass in right iliac fossa. 
 

 

Figure 15. Mass in right iliac fossa, right ovary and tube seen. 
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Figure 16. Mass with round ligament stretched. 
 

 

Figure 17. Normal uterus and both ovaries. 
 

 

Figure 18. Surgery opening peritoneum. 

https://doi.org/10.4236/ojog.2020.10110143


D. V. Shukla et al. 
 

 

DOI: 10.4236/ojog.2020.10110143 1598 Open Journal of Obstetrics and Gynecology 
 

 

Figure 19. Surgery opening peritoneum cutting round ligament. 
 

 

Figure 20. Surgery dissection of mass. 
 

 

Figure 21. Surgery further dissection of mass. 
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Figure 22. Surgery dissection of mass near complete dissection. 
 

 

Figure 23. Surgery complete removal of mass. 
 

 

Figure 24. Surgery endobag removal of mass. 
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Figure 25. Surgery endobag removal of mass, partial morcellation within the bag. 
 

 

Figure 26. Surgery final result. 
 

 

Figure 27. Surgery final magnified result. 

https://doi.org/10.4236/ojog.2020.10110143


D. V. Shukla et al. 
 

 

DOI: 10.4236/ojog.2020.10110143 1601 Open Journal of Obstetrics and Gynecology 
 

The histopathology report—The sections comprise of lymphoid parenchyma 
showing proliferation of lymphoid follicles of variable sizes and shapes 
throughout the node and broad mantle zones with small lymphocytes arranged 
in concentric manner around the germinal centers. The follicles show small hya-
linized germinal centers, few show no germinal centers. Occasional large bizarre 
cells are seen in the follicles. At places, small vessels are seen penetrating the fol-
licles. The interfollicular region shows increased numbers of high endothelial 
venules and small vessels with hyalinized walls. Plasmacytoid monocytes and 
plasma cells are also seen. Focal area of calcification is seen. Epithelioid granu-
lomas, necrosis and, eosinophils are not seen. These appearances are those angio 
follicular lymphoid hyperplasia—Castleman’s disease (Hyaline vascular type) 
(Figures 28-38). 
 

 

Figure 28. Histopathology 10× view of follicles. 
 

 

Figure 29. Histopathology CD3—interfollicular areas. 
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Figure 30. Histopathology calcification—H & E staining. 
 

 

Figure 31. Histopathology CD3—interfollicular areas. 
 

 

Figure 32. Histopathology concentric onion skin appearance. 
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Figure 33. Histopathology onion skin appearnance. 
 

 

Figure 34. Histopathology lollipop appearance of follilce—H & E 10×. 
 

 

Figure 35. Histopathology lollipop follicle and hyalinsed vessel. 
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Figure 36. Histopathology Reticulin stain—lollipop appearance. 
 

 

Figure 37. Histopathology increased high endothelial venules. 
 

 

Figure 38. Histopathology hyalinized follicle—H & E, 40×. 
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Patient was discharged from the hospital on 2nd post-operative day. Prophy-
lactic antibiotics were given for 7 days. For glucose intolerance tab metformin in 
dose of 500 mg OD was started and her blood sugar was monitored. Post-operative 
follow-up on day 8 and 1 month and 4th month was uneventful. On day 14 and 
4th month of post-operative period, PET-CT scan reported no abnormal FDG 
avid lesion in primary operative bed, no evidence of pelvic or abdominal lym-
phadenopathy and no abnormal FDG avid osteosclerotic lesions in visualized 
bones. 

3. Discussion 

Castleman’s disease (CD) is a rare benign lymphoproliferative disorder. The 
disease is called as orphan disease as the incidence is 16 to 21-25/million person 
years [1] [2]. In UCD (Unicentric Castleman’s disease) single region lymph 
nodes are enlarged, such enlarged lymph node in pelvic retroperitoneal area is 
further rare. There are 15 cases reports pelvic retroperitoneal cases of UCD pub-
lished in literature. This will be the such 16th case published in literature and 3rd 
treated by laparoscopic surgery [3]. Last such case published in Feb 2020 was 
operated in 2019 [3]. In the other case reports laparotomy was performed for 
surgical excision of pelvic retroperitoneal disease [4] [5]. 

UCD is more often commonly found in young age more in females aged 20 - 
30 yrs. Patient can be asymptomatic or there are symptoms related to pressure 
effects on surrounding structures. The present case is the youngest case of pelvic 
lesion treated by laparoscopic excision. Previous 2 such laparoscopic excision 
reported was in 27 and 46 years of age. The youngest patient having pelvic 
retroperitoneal disease at the same site was of 12 years of age in which laparo-
tomy was performed [6]. Ironically in all cases of laparoscopic surgery reported 
the size of the mass between 5 - 7 cm [3] [4]. In the present case, the patient had 
pelvic and lower abdominal pain because of the pressure effect of large lymph 
node. Laparoscopic excision of unicentric Castleman’s has been reported for 
other sites in peritoneal cavity [7]. Castleman’s disease should be included as one 
of the differential diagnosis points in female adnexal mass. The other mass in 
this area can be lymphoma, sarcoma, metastasis, neural tumour, and granulo-
matous disease [8]. The mass related to ovary at this site can be dermoid cyst, 
endometriotic cyst or ovarian abscess. 

There are three histological variants of Castleman’s disease described classic 
hyaline-vascular form usually found in UCD, the plasma cell type more seen in 
MCD (Multicentric Castleman’s disease) type (9% to 24% of UCD) and the 
plasmablastic cells or plasma cell CD more commonly seen in patients with 
MCD with HHV-8 infection. POEMS syndrome (Polyneuropathy, organomegaly, 
endocrinopathy, monoclonal gammopathy, and skin changes) and TAFRO syn-
drome (thrombocytopenia, anasarca, reticulin fibrosis of the bone marrow, renal 
dysfunction, and organomegaly) can be associated with MCD [9]. 

The histopathology of the excised mass was identical as angio follicular lym-
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phoid hyperplasia—Castleman’s disease (Hyaline vascular type) [10].  
Laparoscopic surgery should be offered in all such case of pelvic UCD around 

external iliac vessels as it provides more magnified view and helps in precise dis-
section and haemostasis as it was performed in this patient [3] [4]. Fibrosis is 
expected around such pelvic lesion. Careful dissection is mandatory to avoid in-
complete resection and haemorrhage. Maryland type vessel sealer probe to per-
form surgery in present case is an effective dissector and vessel sealer as a single 
instrument in laparoscopic surgery. This avoids change of instruments and re-
duces time of surgery. While the both previous authors had used separate un-
ipolar and bipolar instruments for performing the surgery. The pictures of sur-
gery shared by the authors of laparoscopic surgery also appear almost similar. 
The consistency of the mass expressed was rubbery firm in the previous case re-
ports while as in the present case it was firm too hard.  

Surgical approach was most commonly applied for UCD at different locations 
and these patients had overall high survival rate. If the excisional surgery is un-
successful the mortality remains high [3] [11]. 

There is a risk of excessive bleeding in surgery as the mass is vascular. In the 
present case, the estimated intraoperative blood loss was 10cc. 

As the lesions are vascular some authors have suggested pre-operative vascu-
lar embolization of the feeding vessels especially presence at odd locations [12]. 

The lesions in case of UCD are larger as compared to MCD [13]. In the 
present case also the lesion was large as 73 × 49 mm. 

In incompletely excised mass with recurrence of symptoms, the patient will 
require treatment by chemotherapy [3]. This means a close follow up and addi-
tional treatment is required where the mass was not completely removed. 

In case of nonresectable mass, radiotherapy is used to treat UCD with rea-
sonable success [14] [15] [16]. 

Patients of MCD with elevated IL 6 levels have inflammation related symp-
toms as fever, night sweats, weight loss, generalized lymphadenopathy, hepa-
tosplenomegaly, ascites, pericardial effusions, pleural effusions, peripheral edema, 
anaemia, glomerulonephritis and pemphigus. Depending upon the severity of 
the disease and HIV status patients of MCD are treated with single or multiple 
agent chemotherapy. Recombinant monoclonal antibody therapy to CD20 and 
IL-6 and its receptor and antiviral agents are also given as standard treatment 
[10] [17] [18] [19] [20]. Prognosis of HHV 8 positive MCD is good as compared 
to HHV 8 negative [21]. 

4. Conclusions 

We now know more about the disease profile and pathogenesis of CD since its 
first diagnosis about 66 years back. MCD is less common than UCD. A high in-
dex of suspicion is required to diagnose these conditions as it is a rare disease. 
There are a limited number of retroperitoneal UCD reported in female pelvis. 
Other retroperitoneal mass in females can be ovarian tumor, endometriomas, 
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lymphoma, sarcoma, metastasis, neural tumor and granulomatous disease. 
In case of doubt in diagnosis excisional biopsy should be performed as it was 

done in this case. Castleman’s disease should be included as differential diagno-
sis in female with pelvic mass.  

Excisional surgery gives a good prognosis and survival in UCD. Considering 
the existing published data for the management on Unicentric Castleman’s dis-
ease surgical resection appears to be the most effective treatment for resectable 
lesions. Laparoscopic excision is best suited for retroperitoneal pelvic unicentric 
Castleman’s disease. 
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