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BPDCN: clinical features

• Anatomic involvement at the diagnosis

• Skin (60-100%)
• Bone marrow and peripheral blood (60-90%)
• Lymph node (40-50%) 



BPDCN: clinical features

• Most cases have skin as VERY FIRST clinical 
manifestation (90%)
• To date case report or case series
• Lack of a defined pattern of clinical presentation
• Tricky and easy to misdiagnose



BPDCN: differential diagnosis

• Different clinical presentation
• Possible differential diagnosis
• Possible misdiagnosis
• Rare disease
• The eyes recognise what they know



BPDCN: clinical features

• NO anatomic preferred site
• Two types of clinical appearance
• Single-lesion
• Multiple-lesion (eruptive presentation)







BPDCN: clinical features

• Morphologically variable clinical presentation
• Macules 
• Papules
• Papulo-nodular lesions 
• Patches 
• Plaques 
• Nodules
• Size from some mm to 10 cm



BPDCN: clinical features

• Isolated lesions
• Violaceous or purplish-like
• Bruise-like

• Multiple lesions
• Eruptive appearance
• Lesions asymptomatic
• Rare ulceration



















































Clinical presentation

• Jan 2022
• Erythematous patch
• No symptoms
• Punch biopsy



Clinical presentation

• Case tricky
• Innocent patch..
• ..aggressive disease
• The differential diagnosis is seborroic dermatitis





The diagnosis of BPDCN relies on the 
demonstration of CD4, CD56, CD123, CD303, 
and TCL1 expression, 
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TCL1A+

CD303 rare+



however the expression of CD4 and CD56, 
singly or in association, can be observed in 

several other hematological diseases
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Lions for 
lambs

• Paziente di 86 anni
• Da sei mesi medicazioni sul

territorio per un’ulcera
• Inviata per non risposta alle 

medicazioni
• Eseguita biopsia







• Diagnosi di BPDCN
• …nel mente disseminazione leucemica 
• Exitus
• Diagnosi post-mortem













BPDCN: DD

• Petechiae 
• Insect bites
• Kaposi sarcoma
• Myeloid sarcoma
• T-ALL/LBL
• Extra nodal NK-lymphoma





BPDCN: DD
• Petechiae 
• Insect bites
• Easy to 

differentiate…no 
resolution within 
some days



BPDCN: DD

• Kaposi sarcoma
• No purpuric cherry-like nodules
• No history of immunosuppression
• No classical mucosal involvement



BPDCN: DD

• Myeloid sarcoma
• RARE skin appearance
• AGGRESSIVE disease
• At histology MS can be CD43+ and CD68+
• Myelomonoblastic differentiation with expression 

of CD4, CD56, and CD123
• In MS morphologic evidence of mature or maturing 

granulocytes 
• Expression of CD117, CD34, MPO 

(myeloperoxidase) and lysozyme





BPDCN: DD

• Cutaneous involvement by T-acute lymphoblastic 
leukemia/lymphoma (T-ALL/LBL)
• T-ALL/LBL and BPDCN are CD4+ and TdT+
• T-ALL/LBL is positive for T-cell–specific ag (CD3, 

CD5, CD2, and CD7)
• TCR positive in T-ALL/LBL





BPDCN: DD

• Positivity for T-cell antigens and CD56.
• Angiocentric and angio-destructive growth
• Positive for CD3 and cytotoxic markers
• EBER+ and EBV at in situ hybridization













• X 1
• X 2

• X 4

• Score 0à 400



BPDCN

• Aggressive disease 
• Median survival 14 months
• Prompt and accurate diagnosis required
• Start staging procedures
• Proper treatment of patients



BPDCN

• Role of dermatologist is important
• Guide pathologist
• Send patient to hematologist
• AVOID to waste time with unproper treatment (i.e. 

steroids à transient vanishing of lesions)



Thank you!!!


