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Cancer 1956;
RESEMBLING THYMOMA 9 (4): 8227 30.
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LOCALIZED MEDIASTINAL LYMPH-NODE HYPERPLASIA "

LATINOAMERICANO DE

HEMATOPATOLOGIA

BENJAMIN CASTLEMAN, M.D., LALLA IVERSON, M.D., AND V. PARDO MENENDEZ, M.D.

Description of 13 patients (aged 19-54) with
mediastinal masses

Initially interpreted as thymoma, recognized
as form of benign lymph node hyperplasia

(6 pages of pictures, no abstract, 5
references)
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HYALINE-VASCULAR AND PLASMA-CELL TYPES

OF GIANT LYMPH NODE HYPERPILASIA OF
THE MEDIASTINUM AND OTHER LOCATIONS

ALBERT R. KELLER, MD,* LISELOTTE HOCHHOLZER, MD,! AND
BENJAMIN CASTLEMAN, MD*¥

HV CD PC CD

Detailedstudyof 81 cases

> Designatiorof hyalinevascular
andplasmacelltype (7case$
previouslyrecognizedoy other
authors(JAFlendrigl969)

o Descriptionof seminalfeatures
of the 2 subtypes

> Howdid the concept
evolvein the last 50year®’
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Single mass

Sometimes satellite lymph nodes involved

Typical regressed GC

AOni o nappekranne

No/few plasma cells

Local symptoms (3% systemic sy.)

Good prognosis
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HEMATOPATOLOGIA

Cancer 1972
29(3):670-83.

Multiple lymph nodes

Remnant lymph node architecture

Regressed GC rare (2/7)
Hyperplastic follicles

Massive plasma cell sheets
Systemic symptoms common (50%)

Fever, anemia, elevated ESR,
hypergamma-globulinemia, leukocytosis
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HEMATOPATOLOGIA

CASE 1

20-yearold male

Increasing cervical lymphadenopathy over the last two years, otherwise healthy
Status posBorreliainfection

Whole body CAT scan: localized riglited cervical lymphadenopathy, otherwise normal
BM biopsy not performed

Lab findings: normal PB counts and differential, CRP, liver enzymes,2-MB8, total
protein, electrolytes etc. in normalange

Excisiorof a cervicalnode3.5x2.5 cm
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Anatomicalseparation
into (abnormal) Bell
folliclesand
interfollicular T-cell
area

No lymphnodesinuses
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Additional features o R

DiagnosisiicentriCD, hyahvwasculaype

Clustersof plasmacytoiddendritic cells
(CD123+, TCL1+)

Aberrantexpressiorof CD5
(Liu Q et alHistopathol2013)

Presenceof TdT+ T-precursorcells
(Ohgamiet al, AJSP 2012)
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UnicentrcD

Most commonform of
CD (7600%),usuallyof
hyalinevasculartype (7G

90%)
(A) Overall follow-up n= 404
May affectseveral 107 DIFFERENTIAL DIAGNOSIS
neighboringLNs s} . up AReactive lymph node with regressed
Children andyoung i \ " germinal centers
adults E i AMulticentric Castleman disease, HHVS8
069 .

Mediastinummost s % SEE0ELEE
commonlocalization § | Lq.ﬂ.....} Adiopathic multicentric Castleman disease
(70%) s o Avarginal zone Ecell lymphoma
Systemicsymp_tomsrare . Aollicular lymphoma
(paraneoplastic . Aviantle cell lymphoma with mantle zone
pemphigus bronchiolitis -] B LM growth pattern
obliterang, usuallyremit L . T T T

. .. 0 100 200 300 400
after surgicalexcision Follow-up (mo)
DFS 91% after Mears (Ann Surg 2012:255:677-684)
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International evidence-based consensus diagnostic and treatment "?

guidelines for unicentric Castleman disease HEMATOPATOLOGIA

¢ : .
. .,bIOOd advances s DECEMBER 2020 - VOLUME 4, NUMBER 23 CarboneA et al., Nat Rev Dis Prim 2021

Table 2. Conditions that can overlap with UCD

Condition ‘lf ‘

Infectious diseases Complete resection Unresectable
HIV-related adenopathy I
Syphilis ¥ ¥
EBV infection Asymptomatic Symptomatic

Inflammatory pseudotumor l I

Y 1

Observe Inflammatory symptoms Compressive symptoms
Hodgkin lymphoma l l

Neoplasia

NHL (follicular, marginal zone, mantle cell, lymphoplasmacytic)

FDCS Treatment similar to iMCD Rituximab (with or without steroids)

Plasmacytoma I

Autoimmunity/other lr l;
Systemic lupus erythematosus, rheumatoid arthritis, Felty's syndrome Complete resection Unresectable
Follicular hyperplasia l
Autoimmune lymphoproliferative syndrome

HHV-8-associated MCD or iMCD Radiotherapy
or embolization

EBV, Epstein-Barr virus; NHL, non-Hodgkin lymphoma.
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UnicentrieD Etiology .

LoGIA

Absenceof abnormallymphocytepopulations no B-/T-cellclonality no viruses

Disorderof folliculardendriticcellswith dysplasig?),clonalcytogenetic
abnormalities

Clonalityby HUMARAassaydetectedin 22/28 HVCD, buto B- or T-cell
clonality

Increasedroductionof VEGF andxpressiorof EGFRYy folliculardendritic
cells

PDGFRBwtationsdetectedin 17% of UCD

Recentstudy** failedto detectmutationsin 15 UC[zaseswith 405gene
panel CNMnvolvingPTPNEETSBAnd TGFBR 2caseq1 UCD and iMCD

*Chang KC et adMlod Pathol2014; **Nagy A et al, Bloo#8ldv2018;%Li Z et all. eukemia2019
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Case 2:eholdmale, abdomistomfort .’.
6 crmaskmesentery
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