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2021

• 40 year old male presented with a 6 week history of:
• Fevers
• weight loss
• cervical with axillary lymphadenopathy

• PMHx: 
• prior spontaneous pneumothorax
• non-smoker

• Bloods:
• Hb 11.8, WCC 4.7, lymph 1.3, Plt 283
• Transaminitis
• LDH >1,000
• EBV IgG (VCA + EBNA) positive, EBV VCA IgM negative
• EBV-DNA titre >54,000 copies/ml
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• CT: lymphadenopathy involving the cervical, axillary, 
mediastinal, abdominal and retroperitoneal regions.
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Paracortical expansion:     CD45, CD3, 
CD8, CD4 positive (CD8 > CD4)

High Ki-67

Strongly EBV-ISH positive

Residual background lymphoid follicles 
CD20, PAX5 positive

AFB and PAS negative for organisms
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Conclusion

• Acute lymphadenitis with 
features suggestive of EBV 
infection

• No evidence of lymphoma.



January 2022

EBV-DNA titre >4,000,000 copies/ml 

HLH:

Persistent fevers
Ferritin >1,000
Reduced NK cell subsets
Transaminitis (ALT 377, AST 307)
Splenomegaly

CT:           progressive lymphadenopathy and widespread pulmonary nodules.

Worsening respiratory failure requiring intubation. 
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CD3 CD8



CD56 Ki-67: 70% 





Histopathology

BMAT: no evidence of lymphoma morphologically or via flow 
cytometry.

Peripheral T-Cell Lymphoma NOS, Stage IV, diagnosed as per WHO-4 
criteria.

Re-evaluation of the prior biopsy confirmed EBV lymphadenitis 
without evidence of lymphoma. 



Management

CHOEP x6 PET-CT: CMR      
(Deauville 2)
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CHOEP x6 PET-CT: CMR      
(Deauville 2)

BEAM autologous 
SCT June 2022 

Day 100 PET-CT 
CMR.



July 2023

Fevers, night sweats, weight loss

abdominal discomfort

EBV-DNA titre >4,000,000 copies/ml.

H-Score 243        (>99% probability HLH)
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Left Inguinal Core Nodal Biopsy



A WHO-5 Entity

Diagnostic material from 
both presentations 
externally reviewed.

PCR confirmed clonal TCR 
gamma-chain 
rearrangements.

NGS panels showed no 
pathogenic variants.

Overall features were 
consistent with a 
diagnosis of EBV-positive 
nodal T- and NK-cell 
lymphoma. 



Management

RICE x2 

Deauville 5 on PET-
CT

Salvage SMILE x 2

CMR Deauville 2 
on PET-CT



Management

RICE x2 

Deauville 5 on PET-
CT

Salvage SMILE x 2

CMR Deauville 2 
on PET-CT

RIC Allogeneic SCT

November 2023 in 
CR2 

D-100 PET-CT + 
BMAT 

CMR



April 2024

• Rising EBV titre to 7300 copies/ml
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• Rituximab x4  weekly 



April 2024

• Rising EBV titre to 7300 copies/ml

• BMAT:
• Minor clonal TCR gene 

rearrangement detected.
• Flow revealed very low-level aberrant 

T/NK CD8, 56+ve.

• Rituximab x4  weekly 



EBV-Positive Nodal T- and NK-cell Lymphoma

New entity in the 
WHO-5

Rare with poor 
prognosis

Distinct 
clinicopathological 

features

Role for L-
asparaginase 

based 
regimens
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Post Transplant Course

Nov.–Dec. 2023

Grade 1 Skin GVHD (suspected)

Feb. 2024

Top-up CD34 stem cell infusion 

Mar. 2024

C. difficile infection


