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Castleman’s Disease Mimicking
a Parotid Gland Tumor

Parotis Bezi Tumorinia Taklit Eden
Castleman Hastalig:

ABSTRACT Castleman disease (CD) is a rare benign lymphoproliferative disorder of unknown eti-
ology, typically presenting as a solitary mediastinal mass. The head and neck region is the most
common site; however, the salivary glands are rarely affected. We present a rare case of a 59-year-
old male patient with mixed type CD localized in the parotid gland. The patient underwent a left
superficial parotidectomy with a clinical prediagnosis of mucoepidermoid carcinoma. H&E stained
sections showed mostly preserved lymph node architecture. Some lymphoid follicles had atrophic
germinal centers and mantle zones was expanded. Also there were sclerotic blood vessels radially
penetrated the germinal centers and the overall appearance of the follicle was resembling a lol-
lipop. The diagnosis was CD, mixed type. For the accurate diagnosis of this entity, histopathologi-
cal examination should be performed and physicians should kept in mind this clinical entity so
patients can receive adequate and early treatment.
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OZET Castleman hastalig1 (CH), etiyolojisi bilinmeyen, tipik olarak soliter mediastinal kitleler ile
kendini gosteren, benign nadir bir lenfoproliferatif bozukluktur. Bas ve boyun bélgesi en yaygin yer-
lesim yeridir, ancak tiikriik bezleri nadiren tutulur. Bu yazida, 59 yasinda erkek hastada, nadir g6-
riilen bir antite olan parotis yerlesimli mikst tip CH olgusu sunulmaktadir. Hastaya mukoepidermoid
karsinomu klinik 6n tanusi ile sol yiizeysel parotidektomi yapildi. H&E boyali kesitlerde ¢ogu alanda
yapist korunmus lenf diigiimi izlendi. Baz1 lenfoid follikiillerin atrofik germinal merkezleri vard
ve mantle zonlar1 genislemisti. Ayrica germinal merkezleri radyal olarak penetre eden sklerotik
damar yapilar1 gozlendi ve folikiiliin genel goriiniimi bir lolipopa benziyordu. Olguya bu bulgular
esliginde CH, mikst tip tamis verildi. Bu antitenin tanisi igin histopatolojik inceleme sarttir ve hasta-
larin erken tam ve tedavisi i¢in hekimlerin bu antiteyi akillarinda tutmalar1 gerekir.

Anahtar Kelimeler: Parotis bolgesi; dev lenf nodu hiperplazisi

astleman disease (CD) is a rare benign lymphoproliferative disorder

of unknown etiology, typically presenting as a solitary mediastinal

mass. The head and neck is the most common site but involvement
of the parotid gland is extremely rare.' Based on analysis of American data-
bases, the incidence of CD is estimated as 21-25 cases per million person-
years.? In this article, a patient who has mixed type CD causing a parotid
mass is presented.

I CASE REPORT

A 59 years old man admitted to our otorhinolaryngology clinic with a com-
plaint of tinnitus. On physical examination, a painless swelling on his neck
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was observed. There were no signs of inflammation
and palpable lymph nodes, and no evidence of facial
nerve involvement. The patient underwent a left
superficial parotidectomy with a clinical suspect of
mucoepidermoid carcinoma. Hematoxylin and
eosin (H&E) stained sections of the formalin-fixed
and paraffin-embedded tissues showed mostly pre-
served lymph node architecture. Some lymphoid
follicles had atrophic germinal centers and mantle
zones was expanded with the cells some what alig-
ned concentrically (Figure 1). Also there were scle-
rotic blood vessels radially penetrated the germinal
centers and the overall appearance of the follicle
was resembling a lollipop (Figure 2). Immunobhis-
tochemically germinal centers showed positivity for
CD23. There were vascular structures in the germi-
nal centres of the follicles and CD34 positive blood
vessels were extending out from the germinal cen-
ters in some follicles (Figure 3).

Small lymphocytes, immunoblasts and sheets
of CD138 positive mature plasma cells were seen at
the interfollicular regions. Plasma cells showed
polytypic light chain expression. Immunhistoche-
mical analysis of HHV-8 was negative. The diag-
nosis was CD, mixed type. The same histologic
findings were found in other lymph nodes in the
neck dissection material. With the help of the cli-
nical findings, the case was accepted as a multi-
centric CD. The patient was treated with
cyclophosphamide, doxorubicin, vincristine, pred-
nisone (CHOP) chemotherapy. Clinically and ra-
diologically no recurrence was noted during a
follow up period of 20 months.

DISCUSSION

Castleman’s disease, also known as giant lymph
node hyperplasia or angiofollicular lymph node
hyperplasia, was first defined in 1954 by Castle-
man and his colleagues.? It usually appears as a
mediastinal, cervical, mesenteric, or retroperito-
neal mass.*

Commonly the disease is located in the medi-
astinum (60%), and head and neck area accounts
for 14% of cases.! CD of the parotid gland is an ext-
remely rare entity, with only 26 cases reported in
the English literature.>®
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FIGURE 1: Atrophic germinal centers and mantle zone consisting of a con-
centric layering of lymphocytes- onion skin appearance (HE, x400).

FIGURE 2: Sclerotic blood vessels radially penetrated the germinal centers-
lollipop follicles (HE, x100).

FIGURE 2: CD34 positive blood vessels (CD34, x100).

CD has 2 histologic types; hyaline vascular and
plasma cell. Cases with mixed histological features
have also been reported.”® There are 2 clinical
types: localized and multicentric.’
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Hyaline vascular CD is mostly observed in
young adults with a mean age of 30-40 years and
constitutes 90% of all CD cases.! Plasma cell variant
as the less common form is a diagnosis of exclusion
and is not well-defined histologically. The plasma
cell variant is frequently associated with constitu-
tional symptoms, cytopenias, hypergammaglobuli-
nemia, splenomegaly, and increased IL-6 levels,
and tend to be multicentric.

The microscopic examination of the lymph
nodes reveal mostly preserved architecture, folli-
cular hyperplasia in variable rate, and prominent
paracortical plasmacytosis.

The wide spectrum of clinical manifestations
cause challenge in the diagnosis. The disease
has no specific clinical, radiological, or cytologi-
cal features. It is a diagnosis of exclusion with the
aid of histopathological examination. Therefore,
it is important for the physicians to be aware of
this clinical entity so patients can receive ade-
quate and early treatment. Surgery is the treat-
ment of choice for the solitary form!, whereas
chemotherapy, radiotherapy and steroids are
proposed for the multicentric type and inope-
rable cases.

Radiation therapy (RT) is an appropriate op-
tion for masses that cannot be resected by surgery.
RT can be a definitive treatment modality for uni-
centric CD with a succesfull control rate and few
complications.®

The differential diagnosis includes Warthin
tumor, pleomorphic adenoma, schwannoma, he-
mangioma, lymphangioma, teratoma, sarcoma and
metastatic nodes.®!° The prognosis of CD is variable
and depends predominantly on disease subtype.?
Because of its unusual location and tendency to
mimic other neoplasms, parotid gland CD presents
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considerable diagnostic difficulties. Radiological
findings are beneficial, but not diagnostic.> CD
is a heterogeneous disorder that can represent a
continuous spectrum of disease or several different
diseases all together; clinically it might be asymp-
tomatic or could be lethal, The final diagnosis could
be achived by histopathological evaluation, The
treatment has to be surgery which appears to be cu-
rative in local lesions; in inoperable or systemic va-
riants the treatment is radiation therapy and
chemotherapy.!?

It is important to remember this entity for en-
larged lymph nodes even in extreme localizations.

Source of Finance

During this study, no financial or spiritual support was received
neither from any pharmaceutical company that has a direct
connection with the research subject, nor from a company that
provides or produces medical instruments and materials which

may negatively affect the evaluation process of this study.

Conflict of Interest

No conflicts of interest between the authors and / or family
members of the scientific and medical committee members or
members of the potential conflicts of interest, counseling, ex-
pertise, working conditions, share holding and similar situa-

tions in any firm.

Authorship Contributions

Idea/Concept: Siimeyye Ekmekci, Sermin Ozkal; Design:
Siimeyye Ekmekci, Giilen Gtiil, Ebru Cakir; Control/Supervision:
Ebru Gakir, Sermin Ozkal; Data Collection and/or Processing:
Siimeyye Ekmekci, Ulkii Kiiciik, Suat Kaptaner; Analysis and/or
Interpretation: Siimeyye Ekmekci, Ulkii Kiiciik, Dudu Solakoglu
Kahraman; Literature Review: Siimeyye Ekmekci, Giilen Giil,
Ulkii Kiiciik, Ebru Cakir, Dudu Solakoglu Kahraman; Writing
the Article: Stimeyye Ekmekci, Ebru Cakir, Giilen Giil; Critical
Review: Ebru Cakir, Sermin Ozkal; References and Fundings:
Siimeyye Ekmekci, Giilen Giil; Materials: Siimeyye Ekmekci,
Ulkii Kiigiik, Suat Kaptaner.



Siimeyye EKMEKCI et al.

Turkiye Klinikleri ] Med Sci 2018;38(1):88-91

Bollig C, Moon S, Sujoy V, Younis R. Castle-
man disease of the parotid in childhood: a
case report. Am J Otolaryngol 2014;35(4):517-
9.

Chan KL, Lade S, Prince HM, Harrison SJ.
Update and new approaches in the treatment
of Castleman disease. J Blood Med 2016;7:
145-58.

Castleman B, Towne VW. Case records of the
Massachusetts General Hospital; weekly clin-
icopathological exercises: case 40011. N Engl
J Med 1954;250(1):26-30.

Frizzera G. Castleman’s disease and related dis-
orders. Semin Diagn Pathol 1988;5(4):346-64.

6.

I REFERENCES

Temirbekov D, Yazici ZM, Ergelen R, Turgut
H, Kayhan FT. Castelman disease of the
parotid gland: an unusual entity. Otolaryngol
Pol 2014;68(4):208-11.

Erkan AN, Akman K, Canbolat T, Koger NE.
Castleman disease of the parotid gland: a
case report and a review of the literature.
Egyptian Journal of Ear, Nose, Throat and Al-
lied Sciences 2011;12:69-71.

loachim HL, Medeiros JL. Castleman lym-
phadenopathy. loachim’s Lymph Node Pathol-
ogy. 4th ed. Philadelphia: Lippincott Willams
& Wilkons 2009. p.227-37.

Karaca F, Usul Afsar C, Erkurt E, Arslantas

91

10.

HS, Calis E, Totan Ates B, et al. [The role of
radiotherapy among the therapeutic options
for castleman’s disease]. Turk J Hematol
2014;31(2):197-8.

Herrada J, Cabanillas F, Rice L, Manning J,
Pugh W. The clinical behavior of localized and
multicentric Castleman disease. Ann Intern
Med 1998;128(8):657-62.

laconetta G, Friscia M, Dell’Aversana
Orabona G, de Biasi S, Romano A, Piombino
P, et al. Castleman’s disease mimicking a
parotid gland tumor: report of a case and re-
view of the literature. Eur Rev Med Pharma-
col Sci 2014;18(8):1241-6.



