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BACKGROUND

• BPDCN is a rare, aggressive hematological malignancy primarily involving skin, bone 
marrow, lymph nodes, and CNS1

• Current treatment options are limited to chemotherapy regimens adapted from AML, ALL, 
lymphoma and myeloma 

o Tagraxofusp, an IL-3Rα CD123-directed cytotoxin agent (only approved treatment for BPDCN)1,2

• Median age of BPDCN diagnosis is ~65 years; many patients are not eligible for intensive 
chemotherapy and precluded from SCT3

• CD123 (IL-3Rα) is overexpressed on all BPDCN blasts, making it an ideal target for 
immunochemotherapy4

aCategory 2a per National Comprehensive Cancer Network guidelines. Referenced with permission from the NCCN Clinical Practice Guidelines in Oncology (NCCN Guidelines® for B-
Cell Lymphomas V1.2024). ©National Comprehensive Cancer Network, Inc. 2024. All rights reserved. Accessed March 5, 2025. To view the most current and complete version of the 
guideline, go online to NCCN.org.

STUDY DESIGN

Presented at the Society of Hematologic Oncology (SOHO) Annual Meeting; September 3–6, 2025; Houston, TX

RESULTS

CADENZA: Nonrandomized, open-label, multicenter, Phase 1/2 study in patients with 
CD123-positive BPDCN

PVEK mechanism of action

 ECOG PS score of ≤1
 Adequate organ function and 

liver enzyme range
 Aged ≥18 years

Eligibility criteria

ꭓ History of hepatic veno-occlusive disease, 
grade 4 capillary-leak syndrome, or 
noncardiac grade 4 edema 

ꭓ 1L patients with central nervous system 
diseaseb

Two 
patient 
groups

No prior exposure to 
systemic therapy (1L)

R/R BPDCN 
(1–3 prior systemic 

therapies)

De novo BPDCN
(Primary analysis 

populationa)

BPDCN with 
prior or concomitant hematologic 

malignancy (PCHM)

All patients received 
PVEK intravenously 

(<30-min infusion) on 
Day 1 of a 21-day cycle 

at the recommended 
phase 2 dose of 0.045 

mg/kg

aThe primary analysis population included 1L patients with no PCHM, who met eligibility criteria and enrolled following the protocol amendment to define the de novo population, and received at least 1 dose of 
PVEK; bPatients with R/R disease with central nervous system disease could be included if treated and had no evidence of central nervous system disease before first treatment dose.1L, frontline; BPDCN, 
blastic plasmacytoid dendritic cell neoplasm; ECOG, Eastern Cooperative Oncology Group; PCHM, prior or concomitant hematologic malignancy; PS, performance status; PVEK, pivekimab sunirine; R/R, 
relapsed or refractory.

Patient disposition

1L group (N=33a)
• De novo BPDCN (n=22)

o Primary analysis populationb (n=20)
• PCHM BPDCN (n=11)

R/R group (N=51a)

Primary reason for discontinuing treatment
• 12 progressive disease
• 12 bridging to transplant
• 3 AE
• 2 death
• 1 clinical progression
• 1 withdrew consent 
• 1 investigator decisionc

Primary reason for discontinuing treatment
• 30 progressive disease
• 6 bridging to transplant
• 3 AEs
• 5 clinical progression
• 2 withdrew consent 
• 4 investigator decisionc

Characteristic
1L de novo  

BPDCN (n=20)a

1L (de novo and 
PCHM) BPDCN 

(n=33)b

R/R BPDCN 
(n=51)

Age, years, median (range) 74 (48–84) 73 (48–84) 69 (19–85)

Aged ≥65 years 17 (85.0) 30 (90.9) 30 (58.8)
Male 17 (85.0) 27 (81.8) 42 (82.4)
Race

White 15 (75.0) 27 (81.8) 42 (82.4)
Hispanic/Latino 3 (15.0) 4 (12.1) 8 (15.7)

Black 1 (5.0) 1 (3.0) 2 (3.9)
Asian 0 (0) 0 (0) 1 (2.0)
Not reported 4 (20.0) 5 (15.2) 6 (11.8)

ECOG PS
0 7 (35.0) 12 (36.4) 18 (35.3)
1 13 (65.0) 21 (63.6) 30 (58.8)
2 0 (0) 0 (0) 2 (3.9)
3 0 (0) 0 (0) 1 (2.0)

Disease involvement
Skin 18 (90.0) 31 (93.9) 34 (66.7)
Bone marrow 9 (45.0) 16 (48.5) 24 (47.1)
Peripheral blood 1 (5.0) 3 (9.1) 10 (19.6)
Lymph nodes 6 (30.0) 12 (36.4) 18 (35.3)
Viscera 0 (0) 0 (0) 3 (5.9)

Disease history/type
De novo 20 (100) 22 (66.7) 42 (82.4)
Secondary (PCHM) 0 (0) 11 (33.3) 9 (17.6)

Characteristic
R/R BPDCN 

(n=51)

Status at baseline

First relapse 15 (29.4)

Primary refractory 25 (49.0)

Relapsed refractory 11 (21.6)

Prior therapies

Nonintensive 
chemotherapy 32 (62.7)

Tagraxofusp 29 (56.9)

Intensive chemotherapy 25 (49.0)

Prior HSCT 16 (31.4)

Radiotherapy 9 (17.6)

Prior lines of therapyc

1 29 (56.9)

2 12 (23.5)

≥3 9 (17.6)

aOne patient from the 1L group and one patient from the R/R group were still on treatment at the time of data cutoff; bThe primary analysis population included frontline 
patients with no PCHM, who met eligibility criteria and enrolled following the protocol amendment to define the de novo population and received at least 1 dose of PVEK; 
cNot related to an AE. 1L, frontline; AE, adverse event; BPDCN, blastic plasmacytoid dendritic cell neoplasm; PCHM, prior or concomitant hematologic malignancy; PVEK, 
pivekimab sunirine; R/R, relapsed or refractory.

Data are presented as n (%) unless otherwise indicated. aPrimary analysis population including patients who met eligibility criteria, prospectively enrolled, and received at least 1 dose of PVEK. These patients were a subset of the frontline BPDCN 
group; bIncludes 22 patients with de novo BPDCN (20 patients in the primary analysis plus 2 patients who enrolled early) and 11 patients with PCHM malignancy; cData on prior therapy was missing for one patient.1L, frontline; BPDCN, blastic 
plasmacytoid dendritic cell neoplasm; ECOG, Eastern Cooperative Oncology Group; HSCT, hematopoietic stem-cell transplant; PCHM, prior or concomitant hematologic malignancy PS, performance status; PVEK, pivekimab sunirine; R/R, relapsed 
or refractory.

Primary: Rate of composite CR, defined as CRa + clinical CR (CR with minimal skin abnormality 
[CRc]) in 1L de novo patients

Key secondary: 
• Duration of CR + CRc in 1L de novo patients

Additional secondary:

• CR+CRc rate
• Time to CR+CRc
• ORRb

• OS
• Percentage of patients bridged to posttreatment SCT
• Frequency and severity of adverse events

Response rates were similar between R/R patients with (n=29) and without
(n=22) prior tagraxofusp exposure

• CR + CRc: 14% (95% CI:4–32) and 14% (95% CI:3–35)

• ORR: 35% (95% CI:18–54) and 36% (95% CI:17–59)

1L de novo  
BPDCN 
(n=20)

1L (de novo 
and PCHM) 

BPDCN 
(n=33)

R/R BPDCN 
(n=51)

Median 
duration of CR 
+ CRc, months 
(95% CI)

10.6 

(3.8–NR)

9.8 

(4.6–NR)

9.2 

(2.4–NR)

Median time to 
CR + CRc, 
months 
(interquartile 
range)

1.4 

(1–3)

1.5 

(1–3)

1.4 

(1–2)
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95% CI: 
50.9–91.3 

95% CI: 
56.3–94.3 95% CI: 

51.3–84.4 

95% CI: 
68.1–94.9 

95% CI: 
5.7–26.3 

95% CI: 
22.4–49.9 
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1L de novo  
BPDCN 
(n=20)

1L (de novo 
and PCHM) 

BPDCN 
(n=33)

R/R 
BPDCN 
(n=51)

Median OS, 
months (95% CI)  

16.6 

(7.2, NR)

16.6 

(11.4, NR)

5.8 

(3.9–8.4)

OS in all 1L patients (de novo and PCHM) BPDCN 

OS by SCT status (all 1L; de novo and PCHM)

Patients Events Censoreda OS, months
(95% CI)

SCT 13 3 10
NR

(17.0, NR)

Without SCT 20 16 4
12.8

(7.2–16.6)

29% of R/R responders (CR + CRc) received SCT

OS by SCT status (R/R)

Patients Events Censoreda OS, months
(95% CI)

SCT 6 3 3
30.4

(2.5, NR)

Without SCT 45 35 10
5.4

(3.7–7.8)

52% of all 1L responders (CR +CRc) received SCT

OBJECTIVE
To evaluate the efficacy and safety of PVEK in patients with 

BPDCN

PVEK was associated with high and durable responses in 1L (de novo and 
PCHM) patients with BPDCN 

• CR + CRc = 70% (95% CI: 51.3–84.4) 

PVEK provides early and durable CR + CRc responses for R/R patients 
(median 1.4 and 9.2 months, respectively)

PCHM did not impact OS in 1L patients
• 16.6 (7.2, NR) versus 16.6 (11.4, NR) months in patients with de novo 

and PCHM BPDCN, respectively

~One half of 1L patients treated with PVEK subsequently received SCT

PVEK treatment had a manageable safety profile; 
• Infusion-related reactions and peripheral edema were resolved with 

supportive care 
• No capillary-leak syndrome observed  

CONCLUSIONS

PVEK structure

Study endpoints
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PVEK structure and mechanism of action 

In overall 1L group (de 
novo/PCHM cohorts) 

and 
R/R group

Enrolled 84 patients with BPDCN

Baseline demographics and clinical characteristics 

Data cutoff: October 2, 2024

Response rates in patients with BPDCN

OS was similar between patients with de novo and PCHM BPDCN

1L, frontline; BPDCN, blastic plasmacytoid dendritic cell neoplasm; CI, confidence 
interval; CR, complete response; CRc, CR with minimal skin abnormality; NR, not 
reached; ORR, overall response rate; OS, overall survival; PCHM, prior or 
concomitant hematologic malignancy; PVEK, pivekimab sunirine; R/R, relapsed or 
refractory; SCT, stem cell transplant.

aIn the OS analysis, patients who were not confirmed to have died at time of analysis were censored on the last known alive date. 1L, 
frontline; BPDCN, blastic plasmacytoid dendritic cell neoplasm; CI, confidence interval; NR, not reached; OS, overall survival; PCHM, 
prior or concomitant hematologic malignancy; PVEK, pivekimab sunirine; R/R, relapsed or refractory; SCT, stem cell transplant.

PVEK treatment enables SCT with OS benefit in all patients

Most common hematologic adverse events

Individual serious and grade ≥3 AEs were generally lowa

PVEK had a manageable safety profile with a varied range of exposure  

Two on-treatment veno-occlusive disease 

• Resolved but led to treatment discontinuation

Peripheral edema

• 70% of patients received diuretic treatment

• 56% of cases resolved 

• 1% of patients discontinued treatment 

Infusion-related reactions

• Did not lead to treatment discontinuation

• Mild to moderate in severity (only 4% at maximum grade 3)

• Short duration (resolving in median of 1 [1–22] day)

• Preventable with corticosteroids

Zero capillary-leak syndrome events

1L de novo  
BPDCN 
(n=20)

1L (de novo 
and PCHM) 

BPDCN 
(n=33)

R/R BPDCN 
(n=51)

Median duration 
of PVEK 
exposure, weeks 
(range)

15.4 (6.3–86.0)16.4 (6.3–86.0)9.0 (1.0–128.9)

Median number 
of PVEK cycles 
(range)

5 (2–23) 5 (2–23) 3 (1–34)

1L frontline; AE, adverse event; BPDCN, blastic plasmacytoid dendritic cell neoplasm; PCHM, prior or 
concomitant hematologic malignancy; PVEK, pivekimab sunirine; R/R, relapsed or refractory.

PVEK exposure

aEvents include preferred terms defined with the use of the Medical Dictionary of Regulatory Activities, 
version 27.1; bGranulocyte colony stimulating factor was administered to one patient in the frontline group 
with prior or concomitant  hematologic malignancy.. 1L, frontline; AE, adverse event; BPDCN, blastic 
plasmacytoid dendritic cell neoplasm; R/R, relapsed or refractory.

aEvents include preferred terms defined with the use of the Medical Dictionary of Regulatory Activities, version 27.1; 
bExcludes AEs occurring at <15% in the total population (N=84). 1L, frontline; AE, adverse event; BPDCN, blastic 
plasmacytoid dendritic cell neoplasm; R/R, relapsed or refractory.

aEvents include preferred terms defined with the use of the Medical Dictionary of Regulatory Activities, version 27.1; bAE severity is assessed according to the National Cancer Institute Common Terminology Criteria for 
Adverse Events version 4.03; cThe clinical trial was conducted during the COVID-19 pandemic, including during early phases. 1L, frontline; AE, adverse event; BPDCN, blastic plasmacytoid dendritic cell neoplasm; R/R, 
relapsed or refractory.

Exclusion criteria
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ADC, antibody-drug conjugate; IGN, indolinobenzodiazepine pseudodimer; PVEK, pivekimab sunirine.

aComplete response required: Normalization of blast percentage and neutrophil and platelet counts, absence of leukemic blasts, complete clearance of skin lesions and no new lesions in patients 
without lesions at baseline, regression of nodal masses to normal size on computed tomography, and no splenic or hepatic nodules; bORR was defined as CR + CRc + CRh + CRi + PR. 1L, frontline; 
CR, complete response; CRc, CR with minimal skin abnormality; CRh, complete remission with partial hematologic recovery; CRi, complete remission with incomplete recovery; ORR, overall 
response rate; OS, overall survival; PCHM, prior or concomitant hematologic malignancy; PR, partial response; R/R, relapsed or refractory; SCT, stem cell transplant.

In the OS analysis, patients who were not confirmed to have died at time of analysis were censored on the last known alive date.
1L, frontline; CI, confidence interval; OS, overall survival; PCHM, prior or concomitant hematologic malignancy; PVEK, pivekimab sunirine; NR, not reached; R/R, relapsed or refractory; SCT, stem cell transplant.
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