
Deauville scoring system. The dramatic reduction in SUVmax

values (from 6.81 to undetectable levels) correlated with

excellent clinical response. EMZL typically follows an indolent

course with favorable prognosis. However, bone involvement

may indicate more aggressive behavior, potentially justifying

systemic chemotherapy over local treatments. The complete

metabolic remission achieved in this case supports the effi-

cacy of R-CHOP in this clinical scenario. Conclusion: Primary

EMZL of the maxilla with sphenoid bone invasion represents

a rare clinical entity that can be successfully treated with

standard R-CHOP chemotherapy. PET-CT monitoring using

Deauville scoring provides valuable objective assessment of

treatment response. This case contributes to the limited liter-

ature on optimal management of localized EMZL with bone

involvement.
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Case report: Primary bone lymphoma represents less than 1%

of all malignant bone tumors and approximately 3% of extra-

nodal lymphomas. Diffuse large B-cell lymphoma constitutes

the most common histological subtype of primary bone lym-

phoma, typically affecting adults with a slight male predomi-

nance. The clinical presentation often mimics primary bone

sarcomas, potentially leading to diagnostic delays. Double-

expressor lymphomas, characterized by MYC and BCL2 pro-

tein co-expression, constitute 20-30% of DLBCL cases and are

associated with inferior outcomes compared to standard

DLBCL, requiring consideration of intensified treatment regi-

mens. A 29-year-old male presented with several months of

progressive upper extremity pain, swelling, and limited range

of motion involving the long bones and scapula. The clinical

presentation initially raised suspicion for osteosarcoma or

soft tissue sarcoma, prompting orthopedic evaluation and

excisional biopsy. Macroscopic examination revealed approx-

imately 4 cm of grayish-white to brown tissue fragments sub-

mitted for histopathological analysis. Microscopic evaluation

demonstrated cellular morphology consistent with lympho-

proliferative disease rather than sarcomatous features,

prompting comprehensive immunohistochemical evaluation.

Immunohistochemical analysis confirmed lymphoid origin

with positive LCA (leukocyte common antigen) staining. B-

cell lineage was established by strong, diffuse CD20 positivity

(80-85% of cells). The tumor demonstrated germinal center B-

cell phenotype with BCL6 expression in 80-85% of cells. Criti-

cally, MYC expression was present in 40-45% of tumor cells,

suggesting double-expressor status pending BCL2 confirma-

tion. The proliferation index was extremely high with Ki-67

staining positive in 80-85% of cells, indicating highly

aggressive biology. Negative staining for MyoD1, CD34, S100,

and CD3 excluded sarcomatous differentiation and T-cell

lymphoma. Based on the constellation of findings, the diag-

nosis of high-grade diffuse large B-cell lymphoma with germi-

nal center phenotype and suspected double-expressor

features was established. The anatomical location involving

upper extremity long bones and scapula confirmed primary

bone lymphoma classification. Additional molecular studies

were recommended including FISH analysis for MYC, BCL2,

and BCL6 rearrangements to distinguish between double-

expressor and double-hit lymphoma. Comprehensive next-

generation sequencing panel evaluation was suggested focus-

ing on prognostically relevant genes including TP53, CDKN2A/

B, NOTCH1/2, EZH2, and other lymphoma-associated muta-

tions. Discussion: This case illustrates several important clin-

ical and pathological considerations. Primary bone DLBCL in

young adults is uncommon and may present diagnostic chal-

lenges due to clinical similarity to primary bone sarcomas.

The initial clinical suspicion of sarcoma necessitated careful

immunohistochemical evaluation to establish correct diagno-

sis. The double-expressor phenotype with MYC and sus-

pected BCL2 co-expression, combined with extremely high

Ki-67 proliferation index (80-85%), indicates aggressive biol-

ogy requiring intensive treatment approaches. While confir-

mation of BCL2 expression and FISH analysis for genetic

rearrangements remain pending, the current findings suggest

consideration of dose-adjusted EPOCH-R or similar intensified

regimens rather than standard R-CHOP therapy. The young

age of the patient and localized bone involvement may offer

favorable prognostic factors despite the aggressive biological

features. However, the high proliferation index and suspected

double-expressor status necessitate careful treatment plan-

ning with multidisciplinary input. Conclusion: Primary bone

DLBCL with double-expressor features in young adults repre-

sents a rare but aggressive entity requiring prompt recogni-

tion and intensive treatment. This case emphasizes the

importance of comprehensive immunohistochemical evalua-

tion in suspected bone malignancies and highlights the need

for molecular characterization to guide optimal therapeutic

approaches in high-grade B-cell lymphomas.

https://doi.org/10.1016/j.htct.2025.106126

Myeloma

OP 17

Familial Multiple Myeloma in a Post-Renal

Transplant Patient: A Case of Smoldering

Multiple Myeloma with Strong Family History
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Introduction: Familial multiple myeloma represents approxi-

mately 1-2% of all MM cases, characterized by the occurrence

of MM in two or more first-degree relatives. While the exact

genetic mechanisms remain unclear, several familial
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