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Abstract

Purpose: Castleman's disease is a rare disease of the lymphoreticular tissues characterized by lymph node swellings in the
neck, groin, mediastinum etc. In its multicentric form, it is often associated with systemic diseases of immune nature including
myasthenia gravis, nephrotic syndrome etc. An anesthetist should exert caution while encountering a patient with such a
presentation. Though the exact incidence of the disease is not known, many patients can remain asymptomatic.

Clinical report: We report a patient with tonsillar growth and mediastinal lymphadenopathy taken for direct laryngoscopic
examination and biopsy under general anaesthesia who was subsequently diagnosed as Castleman's disease.

Conclusion:  This report should heighten the anesthetists' concern for adequate pre-operative assessment and careful planning
for a patient of suspected Castleman's disease undergoing surgery or any other procedure under general anesthesia.

INTRODUCTION

Castleman's disease (also called giant lymph-node
hyperplasia or angiofollicular lymph-node hyperplasia) is a
highly heterogeneous clinico-pathological entity belonging
to the lympho-proliferative disorders. Originally described in
1956 by Castleman and co-workers1 as a large, benign,

unique asymptomatic mass of mediastinal lymph nodes, it
was shown in subsequent reports to include extra-
mediastinal and multicentric forms. 2

Although its etiology is not very clear, it has been suggested
that abnormal production of a B cell growth factor, such as
IL-6, in the hyperplastic lymph nodes causes lympho-
proliferation and plasma call differentiation.3

As Castleman's disease is considered to be a heterogeneous
entity related to conditions of immune deregulation it is
believed that various disorders of the immune system may
be characterized by Castleman-like histological changes,
such as infections (HIV) and primary autoimmune diseases
(systemic lupus erythematosus, POEMS syndrome, etc.) 2

Histologically CD is classified into two major types
according to pathological findings: 1) the hyaline-vascular
type with small hyaline-vascular follicles and interfollicular
capillary proliferation; and 2) the plasma-cell type
characterized by a massive accumulation of polyclonal

plasma-cells in the interfollicular region. There is also a
third, mixed variant, with features of both hyaline vascular
and plasma-cell type.4, 5

Clinically, CD can be classified into either localized or
systemic forms. The usual presentation for localized disease
is a single enlarged lymph node or widened mediastinum.
The systemic form of the disease, also referred to as
multicentric CD (MCD), is characterized by diffuse
lymphadenopathy, hepatosplenomegaly and constitutional
symptoms. Localized CD of the hyaline vascular type is
usually asymptomatic, whereas patients with the plasma cell
variant often have systemic manifestations. Patients with
MCD have significant lymphadenopathy and an aggressive,
sometimes fatal, clinical course.4

Since the multicentric Castleman's disease can affect the
lungs, kidneys, muscle, pericardium, central nervous system
and vulva, a thorough pre-anesthetic check up is necessary to
assess the associated pathologies.

An extensive literature search showed only one article on
anesthetic considerations for Castleman's disease. 6 Due to

the rarity this disease and the possibility of associated
conditions which may have anesthetic implications, we
report this case.
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CASE

A forty-five year old male, weighing 55 kg and height 158
cm presented with hoarseness of voice of 2 months duration.
Indirect laryngoscopy revealed tonsillar swelling, and CT
scan of the chest revealed solitary mediastinal
lymphadenopathy. The patient was planned for direct
laryngoscopy and biopsy under general anaesthesia as day
care procedure.

During pre-anesthetic assessment the, physical assessment
revealed mild glossitis and cheilitis. The mouth opening was
normal and there was a non-tender palpable lymph node in
the submental region. On auscultation, there was mild
bilateral wheeze but the patient had no difficulty in
breathing. The routine chest X ray and ECG were normal.

But since the CT chest had revealed a solitary enlarged
lymph node , the possibility of Castleman's disease besides
lymphomas etc. was kept in mind.

The blood investigations, CT head and MRI spine were
normal.

Since the patient was a day case, he did not receive any
premedication.

In the operating room, standard monitoring was established
with continuous ECG, NIBP and SpO2. Anesthesia induction

was achieved with IV Propofol 120 mg and gas mixture of
N2O /O2 (2:1) with sevoflurane. Relaxation was achieved

with single dose of succinyl choline 50 mg and direct
laryngoscopy was performed. There was growth in the right
tonsillar region which was seen extending backward behind
the palate. After obtaining the biopsy sample, patient was
manually ventilated till the return of spontaneous respiration.
The entire procedure lasted for less than ten minutes and the
recovery was uneventful. The diagnosis of Castleman's
disease was confirmed after obtaining the histopathological
report of the biopsy sample.

DISCUSSION

The preoperative assessment of any patient with mediastinal
lymphadenopathy and growth in the oral cavity should
arouse suspicion for Castleman's disease. Although the
majority of the cases are likely to be asymptomatic with
localized mediastinal lymphadenopathy, a minority of cases
may be associated with a variety of conditions like
myasthenia gravis, nephrotic syndrome, thrombocytopenic
purpura, POEMS syndrome (Takatsuki's syndrome), HIV,
Kaposi's sarcoma, Rheumatoid arthritis, Sjogren's syndrome

etc.7,8,9,10,11,12

One of the potentially fatal complications which can arise in
an undiagnosed Castleman's disease is an anterior
mediastinal mass. There can be respiratory tract obstruction
or great vessels obstruction leading to circulatory collapse
during induction of anesthesia. Careful planning about the
anesthesia techniques with discussion with the surgical
counterpart may lessen the risk of cardiorespiratory
complications.

In our CT chest, we had seen an enlarged lymph node, but
after prior discussion with surgeon and radiologist we had
the option of emergency tracheostomy planned beforehand
and consent for the same was also obtained.

Since neck is the most common site for extrathoracic
presentation13, any combination of oral and perioral

infiltration with steroid induced facial obesity can produce
significant difficulty with endotracheal intubation in these
patients. Appropriate measures including staff and
equipment should be arranged beforehand.

Since sensorimotor neuropathy is the most frequent
neurological manifestation in Castleman's disease14

preoperative assessment should include neurological
examination and CT and/or MRI of the CNS as may seem
necessary. Neuropathies should be considered as relative
contraindications for spinal anesthesia whereas CNS
infiltrations or masses as absolute contraindications for the
same. When associated with myasthenia gravis11, careful

monitoring of muscle relaxation with titration of relaxant
drugs becomes mandatory.

To conclude, any patient with diagnosed or suspected
Castleman's disease requires adequate preoperative
assessment to exclude wide ranging medical problems and
their possible influence on anesthetic management.

CORRESPONDENCE TO

Dr.Anirban Hom Choudhuri Asst. Professor (Anesth) Tata
memorial Hospital (ACTREC) Kharghar, Navi
Mumbai-410210, India Ph: 91-22-27405000 extn. 5069,
5452 Fax: 91-22-27405061 Mobile- 91-9869451621,
91-9833349961 email- achoudhuri@actrec.gov.in

References

1. Castleman B, Iverson L, Mendez V. Localized mediastinal
lymph node hyperplasia resembling thymoma. Cancer1956;
9: 822-830
2. Frizzera G, Massarelli G, Banks PM et al. A systemic
lymphoproliferative disorder with morphologic features of



Castleman's disease: Implications for an anesthetist

3 of 4

Castleman's disease. Pathological findings in 15 patients.
Am J Surg Pathol1983; 7: 211-231
3. Flendring JA. Benign giant lymphoma: clinicopathologic
correlation study. In: Clark RL, Cumbey RS, eds. The Year
Book of cancer. Chicago: Year Book Medical Publishers,
1970; 296-303
4. Herrada J, Cabanillas F, Rice L, Manning J, Pugh W. The
clinical behavior of localized and multicentric Castleman
disease. Ann Intern Med 1998;128:657-662
5. Nishi J, Maruyama I. Increased expression of vascular
endothelial growth factor (VEGF) in Castleman's disease:
proposed pathomechanism of vascular proliferation in the
affected lymph node. Leuk Lymphoma 2000;38:387-394
6. Suan Rodriguez C, Tebar Diaz A, Suarez -Delgado M,
Valpuesta-Vega JM. Anaesthetic considerations in
Castleman's disease. Anaesth Intensive care 2005; 33:
131-33
7. Chorzelski T, Hashimoto T, Maciejewska B, Amagai M,
Anhalt GJ, Jablonska S. Paraneoplastic pemphigus
associated with Castleman tumor, myasthenia gravis and
bronchiolitis obliterans. J Am Acad dermatol 1999;2:
393-400
8. Kim SC, Chang SN, Lee IJ, Park SD, Jeong ET, Lee CW

et al. Localised mucosal involvement in a young patient with
paraneoplastic pemphigus associated with Castleman's
tumor. Br J Dermatol 1998; 138: 667-71
9. Kazes I, Deray G, Jacobs C,. Castleman disease and renal
amyloidosis. Ann Intern med 1995; 122: 395-96
10. Dyduzyn JM, Quillen DA, Cantore WA, Gardner TW.
Optic disc drusen, peripapillary choroidal neovascularization
and POEMS syndrome. Am J Ophthalmol 2002; 133:
275-76
11. Raison-Peyron N, Meunier L, Joly P, Pages M, Barneon
G, Meynadier J. Paraneoplastic pemphigus associated with
myasthenia gravis and Castleman's tumor. Eur J Dermatol
1997;7: 371-73
12. Hui CF, Wong RSW, Ma R, Kay R. recurrent optic
neuromyelitis with multiple endocrinopathies and
autoimmune disorders. J neurol 2002; 249: 784-85
13. Sherman JA, Birthwitle CJ, Pavies HT. A rapidly
expanding lesion in the neck: unusual presentation of
Castleman disease. Int J Oral Maxilofac Surg 2001; 30:
458-60
14. Ho-Yeon L, Sangho L, Sung-Nam K. Castleman disease.
Unusual case of inflammatory spinal dorsal epidural mass:
case report. Neurosurgery 2002; 50: 395-98



Castleman's disease: Implications for an anesthetist

4 of 4

Author Information

Anirban Hom Choudhuri, M.D.
Asst. Professor, Dept. of Anaesthesia, Pain & Critical Care, Tata Memorial Centre

Mangesh Gore, M.D.
Senior Registrar, Dept. of Anaesthesia, Pain & Critical Care, Tata Memorial Centre

Rahul Swami, MBBS
PG Student, Dept. of Anaesthesia, Pain & Critical Care, Tata Memorial Centre


