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' CASTELMAN'S DISEASE - REPORT OF TWO CASES

KULLEP M.*, .BEDIRHAN M.A_.**DocAN A.*** GEBITEKIN C.***, TASCI O.***?

SUMMARY

Castelman’s Disease is an abnormal lymphoid proliferation of unknown cause. It has not
been determined whether it is an autoimmwn disorder, a reaction to an unidentified infectious agent,
an immunodeficiency disease or an autonomous lymphoprolipherative disorder. We herein present
two cases of Castelman’s disease located in the mediastinum. They found irresectable on explo-
ratris thoracotomy and patholognc examination revealed plasma cell type in both which are less
frequent than hyaline vascular type.
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OZEY

Castelman Hastaligi-tki Olgunun Takdimi: Castelman Hastaligt, sebebi bilinmeyen bir lenf
sistemi profliferasyonudur. Otoimmun bir hastalik m1, enfeksiyoz bir ajana karst reaksiyon mu,
bir immun sistem yetersizlit mi yoksa otonom lenfoproliferatif hastalik m bilinmemektedir.
Bu yazimizda, mediastinal Castelman Hastalift teshisi konulan ve eksploratris torakotomide
lrrezektabl buhma 1ki olgu sunuimaktadir. |
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repﬁrt. a.nd m m&t patwm#, ﬂ"aese tumors may develap wherever lymph no-
des ‘are present; the mtroPentmeal cervical, axillary and pelvic regmns
compnsa the mmt ﬁwuent non-me .'astmai sites (2). -

Twe d:stmct tnﬁto‘logac entites exist; hyalanc vascular entites which
med hy nal hyalme and interfalhcular capﬂlary prohfera ti-
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on and plasma cell entities; which are characterised by large follicules with
intervening sheets of plasma cells.

Surgical excision produces a cure. We herein describe two patients 1n
whom tumor was demonstrating angiofollicular lymph node hyperplasia
(Castelman's Disease) which was located m the mediastinum.

CASE 1. A 61-year-old man was admitted to another institution with
severe chest pain, shortness of breath, weight loss and fever. Since the pati-
ent had no benefit from nonspesific anitbiotic therapy and has a high ESR
he was referred to our instution.

On admission, the temperature was subfebrile. The blood pressure and
heart rate were within normal limits. Pulmonary sounds were also normal.
l.aboratory data included: ESR: 80 mm / h, RBC: 3.1 M, Hb: 10.1 gr/ dl,
Htc 33 9. Other routine blood and urine examinations revealed no patho-
logy. The patient was a heavy smoker since 50 years, one pack a day.

X-ray examination and computed tomography revealed a huge mass
starting from subcarinal region and extending through the posterior medias-
tinum up to the diaphragm. It was encapsulated. The mediastinal mass
computed 23-42 Hounsfield unit (Figure 1). It was likely to be a solid tu-
mor. Cytologic examination of the sputum was negative in three examina-

Figure I. Computed tomographic examination of the patient revealed a huge mass startingfrom
subcarinal region and extending through the posterior mediastinum. It seem to be encapsulated.
the¢ mediastinal mass computed 23-42 Hounsfield unit.
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tions. Needle biopsy revelaed also no pathology. Fiberoptic brocnhoscopy
showed normal trachea, carina and bronchial system on the right side.

Since the mass was encapsulated and seemed to be resectable by bronc-
hoscopy an exploratris thoracotomy was planned.

A right exploratris thoracotomy through the fifth intercostal space
revealed excessive pulmonary adhesions. Further explorations showed a
huge mass beginning from azygooesophageal recessus to diaphragm. It
was firmly penetrated to the mediatinum and filling the paravertebral sul-
cus. It seemed to be rubbery on palpation and was grayish-white in colour.
Surgical resection was not feasible Pathologic specimen was also taken.

Postoperative period was uneventful. Pathologic examination disclosed
lvmph node hyperplasia in plasma cell type (Castelman’s disease).

CASE 2. A 38-year-old man was admitted to another instutition with
the complaints of chest pain in his back. The patient referred to our clinic
following routine chest x-ray which disclosed a mass at the left hemithorax.

Cardiopulmonary system examinations were normal. The temperatu-
re, blood pressure, respiratory rate, and heart rate were within normal h-
mits. The patient was a heavy smoker, two pacs a day since 20 years. Labo-
ratory data were as follows: ESR 148 mm/h, RBC 2.8 M, Hb: 8.2 gr/dl,
Htc: 29 %, ASO 625 u, CRP: (+++++), RF: (4-+). Immunelectrop-
horesis also revealed poliklonal hypergammaglobulinemia (IgG: 2530,
1gA: 627, 1g M: 132). '

Routine chest x-ray and computed tomography revealed a mass, ten
cm. in diameter, located left to the pulmonary artery and aorta, besides of
bronchial bifurcation. It was a solid mass and extending with several lymp-
hadenopathies. There was no pulmonary invasion (Figure 2, 3).

A left exploratris thoracotomy through the fifth intercostal space revealed
a round shaped mass 15 ¢cm in diameter and was surrounding pulmonary
artery. There were also two subaortic lymphadenopathies near the mass.
The tumor was uncapsulated and seemed to be as rubbery. It was thought
that resectional surgery is not feasible.

Postoperative period was uneventful and the patient discharged on
ninth postoperative day. pathologic examination revelaed giant angiofolli-
cular lymphoid hyperplasia, plasma cell in type (Castelman’s disease).
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Figure 2, 3. Scanogram of the second patien tswhos a mass, ten cm in diameter. computed tomog-
raphy shows the tumor was located left to the pulmonary artery and aorta, besides the bronchial
bifurcation. It was a solid mass with several lymphadenopathies.
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DISCUSSION

In 1956, Castelman discussed a group of patients with asymtomatic
benign giant hyperplastic lymph nodes that resembled thymomas (1). Most
of the lesions were intrathoracic, predominantly in the posterior mediastinal
and paravertebral spaces. In other instances, anterior mediastinal and hilar

regions were Involved.

Symptomatology of Castelman’s discase is well defined which involves
general lethargy. anemia, hypoalbuminemia, hypergammaglobulinemia,
trombocytopenia and hypoproteinemia (3, 4, 5). Patients also have sym-
toms of strategically located tumor itself.

Abel, iIn 1968 concluded that this tumor was based on the absence of
nodal sinuses, the presence of discase in extragonadal locations, lack of
symptoms, a high frequency in younger patients and extremely slow growth.
These hypothesis were also supported by Lattes and Prachter, later (6).

Recently, additional evidencc of an independent blood supply to the
lesions proved by angiography and the coexistance of giant lymph nodes and
anglolypomatous tissues further suggested a hamartomatous origin (3, 7,
8). Castelman (9) and Kellers (10) favor of imflamatory origin continued
the contravercy by the clinical and histologic evidence advanced. Slow growth
and the occurence in young patients do not favor a hamartomatous origin
but the association of giant lymph nodes with polyneuritis, anterior horn
cell degencration and myasthenia gravis also raises more questions for the
etiologic responsibility of hamartomatous theory (11, 12).

But, the associated anemuia. increased ESR. hypergammaglobulinema,
hypoalbuminemia, trombocytopcnia, hypervascularity, diffuse follicular
hyperplasia and resemblence to rhcumatoid and post-vaccinal lvmphadenitis
provide compelling evidence in favor of an imflamatory ctiology (13. 14. 15).

Castelman’s disease infrequently occurs in extrathoracic locations and
multicentric variants have occasionally been described. disease usually be-
gins with an asymptomatic single round leston in the posterior mediastinum,

paravertebral or hilar regions.

Histologically, there are two varniants, hyaline-vascular and plasma-cell
types or type | and type 11 as described by Flendrig (10. 16, 17). Plasma cell
type is the earlier and more acute stage whereas hyaline vascular type 1s
a more chronic form of the same process (3). In a study by Keller, in 1972
(10) hyaline vascular type was found to be more frequent than plasma cell

type, 90 9% and 10 9, respectively.
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Clinically, disease closely parallels the hmtologac pattem (3) ‘The plas-
ma cell type is often accompanied by hematologw abnormalities and gene-
ralized manifestation of an infectious and inflan atory pmﬂ&ss as in our two
cases. The treatment of choise is complete surgical excision and there have
been no reports of recurrence (17). Some authors recommend ra.dmtherapy
in extrathoracic and multicentric cases and Bargoli reported an advanced
case treated with cyclophOSphamlde and prednisone resulting in remission
(15). As previously mentloned our two cases had refused any further tre-
atment. | -

Unlike the benign clinical course of classical Caste_lman’-'s “disease, mul-
ticentric castelman disease is a more malignant one with frequent deaths
resulting from infectious complications. This disease have also been reported
in association with human immun disease virus infections '(-*2 4.

Disease also seems to be more frequent than expected and pubhshed
literature either in Engllsh and other language
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