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A rare case of unilateral location of cervical localization
Castleman’s disease in a five-year child
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ABSTRACT

Castleman’s disease was first described as a separate ailment by Castleman in 1956, as a non-neoplastic lesion of the lymph nodes
located in the mediastinum, histologically unique unlike any other disease. The pathogenesis of this disease remains unclear. It has now
been proven that polyclonal non-neoplastic lymphocytes are the substrate. An imbalance of interleukin-6 is thought to play a significant
role in the development of the disease. The presence of human herpesvirus 8 (HH8) is also significant.

A five-year-old girl’s mother has brought her to the Pediatric University Consultative and Diagnostic Center with complaints of a mass
on the right side of her neck. The child’s medical history revealed that the mother had noticed the mass approximately two years earlier,
despite her otherwise healthy condition, and that the mass had gradually enlarged. An outpatient diagnosis of cervical lymphadenopathy
was made, and follow-up was recommended. Due to pain in the area of the mass, the girl’s mother presented to the Pediatric University
Consultative and Diagnostic Center to discuss further treatment.

Following an examination, a decision was made to perform elective surgery, which revealed a 5.5 cm diameter lesion with smooth
contours. Histological examination of the removed lesion resulted in a diagnosis of Castleman disease, hyaline-vascular form. The child
reported no complaints during follow-up examinations. A follow-up ultrasound of the soft tissues of the neck and abdomen revealed no
abnormalities. Clinical and biochemical blood tests were unremarkable. The patient was recommended to have a clinical blood test and
ultrasound of the soft tissues of the neck once a year.

This case will be of interest to otolaryngologists, surgeons, and pediatricians, as lymphadenopathy is a nonspecific and common
symptom that doctors of various specialties encounter daily.
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Peakumn crnyvyan ogHOCTOPOHHEro BapuaHTa LWenHou
nokanusauumn 6onesHu KactenomaHa y pebeHka 5 net
E.A. YepHoraesa, [1.B. [aenos, H.A. Measenesa, [1.P. [eHpxueBa

CaHkT-lNeTepbyprekuii rocyaapcTBeHHbIA NeauaTpuyeckuii MeanumHckin yHuepeuteT, CankT-MeTepBypr, Poccus

AHHOTALMA

Bnepsble 6onesHb KactenbmaHa kak oTAenbHas natonorvs 6bina onncarna KactensmaHom B 1956 rogy kak HECXOZHOE TMCTOmMOry-
YECKM HW C OOHWM Jpyrum 3aborneBaHMeM HEOMyXONneBoe NOpaXeHne NuUMAOy3noB, NoKanu3oBaHHbIX B CPefocTeHnM. MaToreHe3
[aHHOro 3aboneBaHms [0 KOHLA HesiceH. B HacTosILLee BpeMs oka3aHo, 4To Cyb6CTpaToM SIBNSOTCS MOMMKIOHANbHbIE HEOMYXONEeBbIE
nmmcounTbl. BonbLuyo ponb B pa3BuTiK 3aboneBaHns 0TBOAAT HapyLieHno BanaHca uHTepnenkuHa-6. Takke 60nblUOe 3HaYeHVe
MMeeT Hannyue B OpraHnamMe Bupyca repneca 8-ro tuna (Human herpesvirus 8, HH8).

B KOHCyNbTaTMBHO-OMArHOCTUYECKWI LIEHTP NEAMATPUYECKOTO YHUBEpPCUTETA 0BpaTunach MaTb EBOYKW NATU MET C xanobamm Ha
Hanuume y pebeHka 0bpa3oBaHNs Ha BOKOBOV MOBEPXHOCTY Luewn crpaBa. M3 aHamHesa M3BeCTHO, 4To 06pasoBaHue 6bino 3ame-
YEeHO OKOMO ABYX NIeT Ha3ad Ha (hoHe MOSHOTO 3A0POBbS, W OHO NOCTENEHHO yBenuyMBanoch. AMOYnaTopHO YCTaHOBMEH AnarHo3
«nuMmcageHonaTms Leny, pekOMeHA0BaHo AMHaMnYeckoe HabnogeHe, B Te4eHWe KOTOpOoro B 0bnactu o6pasoBaHus nosiBunach
BonesHeHHOCTb.

Mocne BbIMONHEHHOTO 06CcnefoBaHUS GblMO NPUHSTO PELLEHNE O BbINOMHEHUM MAAHOBOTO XMPYPIMYECKOro neyeHus. B pesynbTate
Obi0 yoaneHo obpasoBaHue AMamMeTpoM 5,5 CM, C POBHbIMU KOHTYpamu. pn rMCTONorM4eckoM UCCNeA0BaHUM YCTaHOBIEH ANarHos3:
BonesHb KacTenbmana, ruannHoBo-BackynsipHas opma. Ha noBTOPHbIX 0cMOTpax xanob pebeHok He npeabaBnsn. Ha KOHTpOnb-
HOM YnbTpa3BykoBOM uccneaoBaHum (Y3W) markue TkaHn Lwen u OproluHoii nonoctu 6e3 natonorin. KnuHuyeckuin n Guoxmmmyeckuii
aHanu3bl kpoBu 6e3 0cobeHHocTel. MaLueHTke peKoMEHA0BaHbI KOHTPOMb KIMHUYECKOTO aHanmaa Kposu U Y3 Msrkux TkaHer e
1 pa3 B rog.

[aHHbIit cryyait npecTaBnseT UHTEPEC AN OTOPUHOMAPWHIONOrOB, XMPYProB, NEAMATPOB, Tak Kak NuMdageHoTonaThs SBnseTcs
HecneLmMMUYECKMM 1 4acTo BCTPEYAOLLMMCS CUMNTOMOM, C KOTOPbIM EXXEAHEBHO CTaNKMBATCS Bpaul PasHbX creLuanbHOCTEN.

KnroueBble cnoBa: WweiHas numdaaeHonatus, numdaaeHonaTus, numdgonponudepaTMBHoe 3abonesaHne
Kak uutupoBatb
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Castleman’s disease is a condition characterized by
angiofollicular hyperplasia of the lymph nodes, with an un-
predictable clinical course, association with a wide spec-
trum of other diseases, and a high risk of transformation
into lymphoma [1-3]. The disease was first described by
Castleman in 1956 as a non-neoplastic lesion of the lymph
nodes located in the mediastinum, which was histological-
ly dissimilar to any other known disease. Initially, the pa-
thology was interpreted as an ectopic thymus, teratoma,
dermoid cyst, or non-Hodgkin’s lymphoma. Subsequently,
none of these theories were confirmed.

Later, it was established that the tumor location can
vary. The most common site is the mediastinum (70% of
cases), followed by the cervical lymph nodes (15-20%),
and less frequently the axillary and retroperitoneal lymph
nodes. According to some data, mediastinal and cervical
lymph nodes are affected with equal frequency [1, 2, 4].
The rarest sites of involvement are the nasopharynx, orbit,
and tongue.

The pathogenesis of this disease remains incomplete-
ly understood. It has now been established that its sub-
strate consists of polyclonal, non-neoplastic lymphocytes.
A major role in the disease development is attributed to
an imbalance of interleukin-6 (IL-6), which is involved in
the pathogenesis of numerous autoimmune diseases as
well as in the development of systemic inflammatory and
neoplastic processes. The presence of the HHV-8 virus in
the body is also of significant importance [1, 2].

Anumber of studies have demonstrated a direct corre-
lation between the presence of symptoms in Castleman’s
disease and the level of IL-6 expression [1]. Another study
established that Castleman’s disease is the only condition
in which marked expression of IL-6 is detected within the
affected follicles of the lymph nodes [2].

Based on the clinical course, localized (unicentric)
and generalized (multicentric) forms are distinguished.
The unicentric form typically remains asymptomatic for a
prolonged period, grows slowly, and has a favorable clini-
cal course following radical surgical excision.

The generalized form has an unfavorable clinical
course and may present with periodic fevers, weight loss,
skin changes, organomegaly, elevated erythrocyte sedi-
mentation rate (ESR), alanine aminotransferase (ALT),
aspartate aminotransferase (AST), and anemia. It is often
this form that is associated with the presence of HHV-8
and HIV infection. Accordingly, the disease is classified
into HHV-8-positive and HHV-8-negative forms. The HHV-
8-positive variant is more frequently observed in immu-
nocompromised HIV-positive patients. The combination
of an HHV-8-positive variant and HIV infection has an
unfavorable, malignant clinical course. This form is of-
ten accompanied by POEMS syndrome, characterized
by polyneuropathy, organomegaly, endocrinopathy, and
monoclonal gammopathy, as well as amyloidosis, multiple

myeloma, and non-Hodgkin’s lymphomas. Patients often
succumb to septic complications. The disease requires
treatment with cytostatic agents.

From a morphological perspective, two main tu-
mor types are distinguished: the hyaline-vascular type
(which accounts for approximately 70% of cases) and
the plasma cell type. A mixed form, incorporating fea-
tures of both types, is also identified. Furthermore, the
possibility of transition from one form to another cannot
be excluded. A fourth type, the plasmablastic variant,
is classified separately and is considered clinically the
most unfavorable [1-3, 5].

The management of generalized, aggressively
progressing forms involves polychemotherapy, gluco-
corticoid therapy, antiviral therapy, immunotherapy,
and monoclonal antibodies targeting CD4 (cluster of
differentiation 4). For large localized tumors, radiation
therapy is additionally used prior to surgical interven-
tion [4, 6].

Due to the low prevalence of the disease, compre-
hensive statistical data are lacking. Standardized treat-
ment protocols are also unavailable.

Given its non-specific clinical presentation, Castle-
man’s disease must be differentiated from reactive, neo-
plastic, and IgG4-associated lymphadenopathies [2].

Diagnosis should be based on physical examina-
tion, computed tomography (CT) of the neck and chest,
ultrasound of the soft tissues of the neck and abdomen,
and laboratory studies. Final diagnosis relies exclusive-
ly on histopathological examination of the tumor. Fine-
needle aspiration biopsy is not considered informative
for diagnosing Castleman’s disease [1, 2, 5].

CASE REPORT

A five-year-old girl presented in September 2024 for
an outpatient consultation with a pediatrician and an on-
cologist at her local clinic due to complaints of a mass on
the right lateral neck. The mother had noticed the mass
approximately two years earlier while the child was in
good health; it had been gradually increasing in size. On
examination, a diagnosis of cervical lymphadenopathy
was made, and follow-up observation was recommended.
Due to the subsequent development of pain in the area of
the mass, the mother sought evaluation at the Pediatric
University Consultative and Diagnostic Center to consider
surgical intervention and obtain histological verification of
the lesion.

The patient was born to a primigravida mother after
an uncomplicated pregnancy and delivery, with age-ap-
propriate growth and developmental milestones. She is
fully vaccinated according to the national immunization
schedule, is not under any specialist's care for chronic
conditions, and contracts acute respiratory viral infections
(ARVI) 34 times per year.
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Physical examination revealed a normosthenic child.
Weight and height were within age-appropriate norms.
The skin was of normal color and clear. Body tempera-
ture was normal. A round, well-circumscribed mass ap-
proximately 5 ¢cm in diameter, not fixed to surrounding
tissues, was palpated on the right lateral neck, poste-
rior to the sternocleidomastoid muscle. The overlying
skin appeared normal. Other cervical and head lymph
nodes were not palpable. Endoscopic examination of the
ENT organs revealed no visible pathology. A preliminary
diagnosis of a right lateral neck mass was made. Fur-
ther investigations were planned: complete blood count,
biochemical blood analysis, virological testing for major
herpesvirus groups, ultrasound (US) of the neck soft tis-
sues, computed tomography (CT) of the neck soft tissues
and chest, abdominal ultrasound, and throat and nasal
swabs for microbiological culture. The child underwent
consultations with specialists in infectious diseases, on-
cology, phthisiology, surgery, hematology, and dentistry.
The results of the investigations were as follows: the
complete blood count revealed leukocytosis (15%10°/L)
with a normal erythrocyte sedimentation rate (ESR).
C-reactive protein and interleukin-6 levels were within
normal limits. Serological tests for Epstein-Barr virus,
human herpesvirus 8 (HHV-8), and HIV were negative.
Ultrasound and CT of the neck soft tissues identified a
solitary mass in the region of the right posterior cervical
lymph nodes, measuring 5.5 cm in diameter, with smooth
borders, no contrast enhancement, and no infiltration of
adjacent tissues. The remaining test results were unre-
markable.

To excise the mass and establish a definitive his-
tological diagnosis, elective surgery was scheduled.
Following the consultation, the patient was admitted to
the hospital of the Pediatric Medical University. Under
general anesthesia, the mass was surgically removed.
Intraoperative findings revealed a well-circumscribed
mass, 5.5 cm in diameter, which was easily dissected
from the surrounding tissue and excised in toto. The ad-
jacent soft tissues appeared normal. The surgical wound
was closed in layers. The procedure was completed wi-
thout any intraoperative complications.

The postoperative period was uncomplicated. The
child received a course of antibiotic and symptomatic
therapy. The patient was discharged on the seventh
postoperative day for continued outpatient care.

Histopathological examination revealed a spherical,
bluish-red mass with dark red areas and a soft, elastic
consistency. The cut surface appeared yellowish with
small, dark red foci. Microscopically, the tissue consisted
of a lymph node with altered follicular architecture. Nu-
merous follicles were small and, in areas, closely spaced,
containing hypocellular germinal centers. Within both the
follicles and interfollicular zones, vessels of varying cali-

ber exhibited wall thickening due to hyaline deposition.
Mantle zone small lymphocytes were arranged in regular,
concentric layers around pale centers. One or several
small blood vessels, predominantly capillaries and small
venules, were seen penetrating the center of some fol-
licles, creating a characteristic “lollipop” appearance.
The interfollicular zones were hypervascular. Endothelial
cells of these vessels were markedly enlarged, featuring
large, round to slightly elongated nuclei and scant eosi-
nophilic cytoplasm. The interfollicular stroma contained
scattered lymphocytes, macrophages, and plasma cells,
some arranged in small clusters. There was prominent
congestion of vessels of various calibers, accompanied
by numerous small and large focal hemorrhages. The fi-
nal histopathological diagnosis was Castleman disease,
hyaline-vascular type.

Follow-up examinations at 3, 6, and 9 months post-
operatively revealed no complaints. A thin scar was
noted at the site of the excised lymph node. Control ul-
trasound of the neck soft tissues and abdomen showed
no abnormalities. Complete blood count and biochemi-
cal analysis were within normal limits. Annual follow-
up with complete blood count and neck ultrasound was
recommended.

This case is notable for the patient’s young age (the
reported mean age at diagnosis is 40 years) and the
presence of symptomatic disease. Typically, Castle-
man’s disease is either asymptomatic or manifests with
non-specific symptoms such as asthenia, weight loss,
and low-grade fever. In the present case, however, the
patient presented with a distinct pain syndrome. The
correct therapeutic approach led to the patient’s full
recovery. It is important to emphasize that fine-needle
aspiration biopsy lacks diagnostic utility in Castleman’s
disease.

This case highlights a diagnostic challenge rele-
vant to otorhinolaryngologists, surgeons, and pediat-
ricians. Patients with Castleman’s disease often un-
dergo prolonged, inconclusive evaluations by various
specialists for lymphadenopathy of unknown origin, a
common scenario that leads to diagnostic delay and
difficulty.
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OONONHUTENIbHAA NHOOPMALIUA

Bknag aBTopoB. Bce aBTOPbI BHECAM CYLLECTBEH-
Hbl BKNag B pa3paboTky KOHLENUWW, NpoBeAeHne uc-
CMeAoBaHNs M NOArOTOBKY CTaTbi, MPOYAN 1 0406pUK
brHanbHY Bepcuio neped nybnukaumen.
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