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NCCN Guidelines Panel: Acute Myeloid Leukemia
On behalf of Stemline Therapeutics Inc, I respectfully request the NCCN Acute Myeloid
Leukemia (AML) Guideline Panel to review the enclosed data for inclusion of the rare
disease, blastic plasmacytoid dendritic cell neoplasm (BPDCN), in the AML guidelines.
Specific Changes: Include a BPDCN algorithm as an AML related neoplasm in the
NCCN AML guidelines.
Rationale: Blastic plasmacytoid dendritic cell neoplasm (BPDCN) is a rare, highly
aggressive hematologic malignancy that most commonly involves the bone marrow and
skin; lymph nodes and viscera may also be involved.1 The median overall survival from
diagnosis is approximately 8-14 months.1,2,3 There are currently no drugs approved for
BPDCN and no accepted, effective treatment paradigm. A recent review has
recommended clinical trials for BPDCN patients in either the first-line or
relapsed/refractory settings.1
Prior to 2008, this condition had previous names including blastic NK cell
leukemia/lymphoma and agranular CD4+/CD56+ hematodermic neoplasm. In 2008, the
World Health Organization (WHO) coined the term “BPDCN” for this condition due to
the realization that its cell of origin was a precursor of the plasmacytoid dendritic cell
(pDC). The 2008 WHO classification formalized the diagnostic criteria for BPDCN to
include CD123, CD4, CD56, TCL-1, and other pDC markers. At this time, BPDCN was
grouped with AML-related precursor neoplasms in the WHO classification.4 In 2016,
WHO published a revised classification where BPDCN was listed as a separate myeloid
neoplasm.5
Typical clinical features of BPDCN observe cutaneous involvement in more than 80% of
patients at diagnosis, with simultaneous or subsequent bone marrow involvement. Skin
lesions can be of various size, shape, and color. They can become scaly over time. They
are usually nonpruritic, with solitary or multiple nodules, plaques, or bruise-like
infiltrations. Despite the appearance of a somewhat indolent clinical presentation at the
outset in patients with skin-only disease, the course of BPDCN is highly aggressive.1,6
The disease almost always results in a terminal leukemic phase with leading to decreased
blood cell counts with resultant infections, bleeding, and invariably death.
The following articles are submitted in support of this proposed change. We would like to
acknowledge the contributions of NCCN panel members who are also co-authors or cocontributors of some of these publications.
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