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Ileocecal Mucosal Involvement of Blastic Plasmacytoid Dendritic Cell Neoplasm
without Skin Lesions

Hyun Ju Choil, Jongha Parkl, Jin Leel, Mi Young Kiml, Heui Jeong Ji eongl, Ji Woon Leel, and Bomi Kim’

'Division of Gastroenterology, Department of Internal Medicine, ZDepartment of Pathology, Haeundae Paik Hospital,
Inje University College of Medicine, Busan, Korea

Blastic plasmacytoid dendritic cell neoplasm (BPDCN) is a relatively rare hematological malignancy, and most cases present
with characteristic skin lesions. The skin lesions appear as nodules, plaques, and bruise-like macules with redness or ulcerations.
BPDCN without skin lesions is rare. Cases with hepatosplenomegaly, pulmonary involvement, multiple lymphadenopathies, renal
masses, sinonasal sinus, and subcutaneous masses have also been reported. Here, we report the first case of ileocecal valve involve-
ment of BPDCN without skin lesions. (Korean J Med 2018;93:487-492)
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Figure 1. CT demonstrated wall thickening in the terminal ileum with perienteric fat infiltration (A, arrow) and prominent fat deposition
in the ileocecal valve (B, arrow). Multiple lymphadenopathies were observed in mesenteric, retroperitoneal, ileocolic, right colic, aorto-
caval, preaortic, left paraaortic, and peripancreatic areas, and some had a necrotic portion (C, arrow). CT, computed tomography.
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Figure 2. Chest CT demonstrated
multiple enlarged lymph nodes in
the left lower neck (A, arrow) and
left supraclavicular area (B, ar-
row). CT, computed tomography.

Figure 3. Colonoscopy revealed
edema and mild nodular changes in
the terminal ileum (A). Edema of
the ileocecal valve was observed. A
reddish colored atypical mucosal
lesion, about 4 mm in size, was ob-
served on the ileocecal valve
(bleeding occurred after biopsy)
(B).
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Figure 4. Histopathological specimen of
the left supraclavicular lymph node
(A-D) and ileocecal valve (E, F). (A)
The proliferation of atypical lymphoid
cells (H&E, x40). (B) Diffuse infiltrates
of medium sized atypical lymphoid cells
with scant cytoplasm, irregular nuclear
membrane, and fine chromatin pattern
(H&E, %400). (C) Diffuse positive im-
munohistochemical staining for CD4
was seen (CD4, x400). (D) Focally pos-
itive immunohistochemical staining for
CD56 was seen (CD56, x400). (E)
Dense proliferation of lymphoid cells in
the lamina propria and muscularis mu-
cosa (H&E, x100). (F) Atypical lym-
phoid cells of medium size were ad-
mixed with small lymphocytes in the
lamina propria (H&E, x400). CD, clus-
ter of differentiation.

Table 1. Clinical presentations and involved sites in BPDCN without skin lesions

Patient no. Sex/age Clinical presentation Involved site Radiological findings LN BM
#1[8] M/65 Myalgia backache Kidney Renal mass No  Unknown
#2 9] F/82 Shortness of breath Lung Interstitial shadows No Yes
#3 [10] M/28 Facial pain sinusitis Sinonasal sinus Soft tissue mass No No
#4 [10] F/59 Buttock swelling Buttock Soft tissue mass Yes No

BPDCN, blastic plasmacytoid dendritic cell neoplasm; LN, lymph node involvement; BM, bone marrow involvement; M, male; F,

female.

- 490 -



3 Wiock BPDONG S8 Hojgopom opgatel Ay vl 2
S} A7 27l s el ul gick 2 Zew Al
7ol A BHA 2 0] FHup B o 2 BPDCNYFY] E4%] Q] WA] 3
7 47 oSk AgHElo] 2|yl BPDON ShalolA] A%
& AlRHs A$- vlSol el WHolzhe 47 AAE we
oo gtk +
2 of 5
BPDCN- =2 HFFO R 80%0l|4] T3 g
Sk Wi WS BV obs BPDONS o)1 B w3
of mEw wYW, AR 27 F3| SO YYste] Fu
22 AR ARk 97} ol AAEL Ty
2 BUsHA g BPDONS thh WS B8 24 A
o} sl Jutile] 2% PAFES Boto] Mkt ZalE B
sk, 8
4 etof: B sk o W WA .
REFERENCES
10.

1. Pagano L, Valentini CG, Pulsoni A, et al. Blastic plasmacy-

toid dendritic cell neoplasm with leukemic presentation: an
Italian multicenter study. Haematologica 2013;98:239-246.

- 491 -

. Julia F, Petrella T, Bagot-Barry M, et al. Blastic plasmacy-

toid dendritic cell neoplasm: clinical features in 90 patients.
Br J Dermatol 2013;169:579-586.

. Pagano L, Valentini CG, Grammatico S, Pulsoni A. Blastic

plasmacytoid dendritic cell neoplasm: diagnostic criteria and
therapeutical approaches. Br ] Haematol 2016;174:188-202.

. Wang H, Cao J, Hong X. Blastic plasmacytoid dendritic cell

neoplasm without cutaneous lesion at presentation: case report
and literature review. Acta Haematol 2012;127:124-127.

. Kim HS, Kim HJ, Kim SH, et al. Clinical features and treat-

ment outcomes of blastic plasmacytoid dendritic cell neo-
plasm: a single-center experience in Korea. Korean J Intern
Med 2017;32:890-899.

Jeong D, Choi JW, Jeong K, Sokol L. CT findings asso-
ciated with blastic plasmacytoid dendritic cell neoplasm: a
case report. Acta Radiol Open 2016;5:2058460116657688.
Saito M, Irie T, Miyashita K, Tanino M. Colon involvement
in blastic plasmacytoid dendritic cell neoplasm. Intern Med
2015;54:1677.

. Prematilleke I, Mohan V, Roberts I, Protheroe A, Gatter K.

Blastic plasmacytoid dendritic cell neoplasm presenting as a
renal mass. Histopathology 2011;59:799-801.

Endo K, Mihara K, Oiwa H, et al. Lung involvement at initial
presentation in blastic plasmacytoid dendritic cell neoplasm
lacking cutaneous lesion. Ann Hematol 2013;92:269-270.
Paluri R, Nabell L, Borak S, Peker D. Unique presentation
of blastic plasmacytoid dendritic cell neoplasm: a sin-
gle-center experience and literature review. Hematol Oncol
2015;33:206-211.



