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Abstract

~

Inflammatory pseudotumor-like follicular dendritic cell sarcoma (IPT-like FDCS) is often associated with Epsrein-Barr (EB)
virus infection. A male patient visited our hospital in September 2020 due to bleeding gums and epistaxis. The initial di-
agnosis was splenic lymphoma with marked thrombocytopenia. The patient was sent for pathological examination after
splenectomy. Microscopic examination showed spindle-shaped or oval cells arranged in loose bundles, a large number of
lymphocytes and plasma cells infiltrated in the interstitium, and fibrin-like changes in the blood vessel wall. Immunohis-
tochemical detection of tumor cells was positive for CD21, CD35 and EBER, and we diagnosed IPT-like FDCS. The patient
received platelet-raising therapy after operation. No tumor recurrence or metastasis was found during the 17-month
follow-up, and the platelets returned to normal.IPT-like FDCS is an uncommon tumor, and the first presentation with
marked thrombocytopenia is even rarer. The tumor was clinically and radiographically nonspecific. Its definitive diagnosis
needs to rely on histopathological and immunohistochemical staining. IPT-like FDCS is biologically indolent and has a good
prognosis.
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Introduction It has been reported in the literature that paraneoplastic pem-

Follicular dendritic cell (FDC) sarcomas are often confused
with other tumors and even inflammatory processes. Diagno-
sis requires the use of broad-spectrum FDC markers (eg, CD21,
CD23, CD35, clusterin, CXCL13, podoplanin), especially given
that tumor antigen loss is common. It can be divided into two
types: conventional FDC sarcoma and inflammatory pseudo-
tumor-like follicular dendritic cell (IPT-like FDC) sarcoma. In
addition to its unique histopathological and clinical features,
IPT-like FDCs also have the characteristic that tumor cells are
positive for Epstein-Barr virus, which is necessary for diagnosis
[1,2]. IPT-like FDC sarcoma is a very rare solid tumor with a fa-
vorable prognosis that usually occurs in the spleen and can in-
volve other anatomical sites, including the liver and pancreas.
The tumor tends to develop in young and middle-aged adults
and may present with a variety of symptoms, including fever,
abdominal pain, sweating, fatigue, and more commonly, a sol-
itary lesion of the spleen. This sarcoma is a neoplastic spindle
cell lesion, usually with follicular dendritic cell differentiation.

phegus (PNP), myasthenia gravis (MG) and other diseases can
be combined, and more than 90% of the cases are associated
with Epstein-Barr virus (EBV) [2,6]. The diagnosis of IPT-like
FDC sarcoma is problematic due to the rarity of cases and the
lack of specific clinical and imaging features. Therefore, we
report a case of IPT-like FDCS with significant thrombocytope-
nia as clinical symptoms. The patient received platelet-raising
therapy after surgical resection of the tumor. No tumor recur-
rence or metastasis was found during the 17-month follow-
up, and the platelets returned to normal.

Case report

A 59-year-old male patient presented with bleeding gums
and epistaxis in January 2020. Visited our hospital in Sep-
tember 2020. Blood routine showed: total white blood cells
9.4x109/L, monocytes 9.8%, hematocrit 0.279, hemoglobin
97g/L, red blood cells 3.05x1012, platelets 12x109/L, and
platelet specific volume 0.01. Bone marrow smear showed:
bone marrow hyperplasia was significantly active, megakaryo-
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cytic hyperplasia was significantly active with maturation
disorders. Abdominal and pelvic ultrasound showed: spleen
enlargement, solid mass in the spleen: lymphoma to be dis-
charged; CT spleen with slightly low-density mass (6x6.3cm),
increased FDG uptake, considering malignant tumor, abdomi-
nal enhanced CT: spleen mass, Consider malignancy (Figure 1).
The patients were treated with splenectomy and histopatho-
logical examination of tumor specimens. Gross observation of
pathological specimens: the mass is 9.5x5x3.5cm in size, with
clear boundary with surrounding tissues, gray-white solid on
the cut surface, medium texture, and focal necrosis. Morpho-
logical observation: tumor cells were arranged in loose bun-
dles (Figure 2a), with swirling structures visible locally, with
clear cell boundaries, spindle-shaped or oval, abundant cyto-
plasm, eosinophilic, nuclei mostly long spindle-shaped, and
nuclear staining plasma vesicular, with small and clear nucleo-
li, mitoses are rare. There were many lymphocytes and plasma
cells infiltrated between tumor cells (Figure 2b). Fibrin-like
changes in the vessel wall (Figure 2c). Hemorrhage and sheet
necrosis were seen locally in the tumor. Immunohistochemi-
cal results: CKpan-, CD20+, CD3+ (Figure 3a), CD10+(Figure
3b), CD21+ (Figure 3c), CD35+ (Figure 3d), Bcl-2-, Bcl-6-, Ki-
67 (+30%) (Figure 3e), Mum-1+ (Figure 3f), CD138++, K+, A+,
CD43++, IgD-, CD56 were scattered with a little +. Epstein-Barr
virus in situ hybridization (EBER) showed a large number of
Epstein-Barr virus-infected cells (Figure 3g). PCR: B line gene
rearrangement detection: IGH monoclonal band detection (-);
IGK monoclonal band detection (-). Pathological diagnosis of
IPT-like FDC. Biological behavior is relatively lazy. Platelet-rais-
ing therapy was given after splenectomy. After 17 months of
follow-up, no tumor recurrence or metastasis was found, and
the platelets returned to normal.

Figure 1: CT imaging before surgery. spleen mass and intrahepatic nodule,
considering spleen tumor with intrahepatic metastasis.

Figure 2: Routine pathological observation of tumor a. Tumor cells are ar-
ranged in bundles. b. Tumor cells are spindle-shaped or oval, with more lym-
phocytes and plasma cells infiltrated between cells. c. Vascular wall fibrin-like
changes.

Figure 3: Immunohistochemical observation of tumor (magnification 100x,
brown positive cells). a. CD3+. b. CD10+. ¢ CD21+. d. CD35+. e. Ki-67 about
30%+. f. Mum-1+.g. EBER+.

Discussion

The clinical manifestations are that the pathogenic mechanism
of significant platelet reduction is very complex. Pathological
changes in the spleen will lead to excessive platelet retention
in the spleen, resulting in peripheral blood thrombocytopenia.

IPT-like FDCS is an extremely rare low-grade malignant tumor.
Only 48 cases have been reported so far, with a male-to-fe-
male ratio of 1:1.5. Clinical manifestations include abdominal
pain, bloating, abdominal mass, weight loss, fever, fatigue, an-
orexia, etc., but most cases have no obvious symptoms [7].
This case was reported for the first time with thrombocytope-
nia as the first symptom. The patient had no other symptoms
except for bleeding gums and epistaxis.

The pathogenesis of IPT-like FDCS is related to EBV infection.
It has also been documented that cases of IPT are associated
with surgical or traumatic inflammation, autoimmune diseas-
es, and infections such as Castleman disease and pallidococ-
cus [8-11], although other pathogenic mechanisms remain
unclear. This case was positive for EBV, accompanied by sig-
nificant thrombocytopenia, suggesting that its pathogenesis
was related to EBV infection and pathological changes in the
spleen. Splenic tumor infiltration leads to splenic PLT reten-
tion, resulting in marked peripheral thrombocytopenia.

IPT-like FDCS consisted of neoplastic proliferative spindle cells
with a large infiltrate of lymphoplasmacytic cells. The borders
between cells are ill-defined and contain oval or elongated
nuclei, vesicular or granular fine chromatin, and prominent
nucleoli. Vascular fibrinoid changes are seen in this case, and
EBV-induced cytokines and monokines are known to contrib-
ute to vascular proliferation, inflammation, and vascular injury
[10], which may explain the vascular changes seen in our case.

Immunohistochemistry is crucial for the diagnosis of IPT-like
FDCS. CD21 and CD35 are the preferred markers, positive sup-
port for the diagnosis of IPT-like FDCS. In this case, there are
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many plasma cells in the interstitium, CD138++, k and A light
chains are all positive, CD43++, IgD-, and B-lineage gene re-
arrangement IGH and IGK monoclonal bands are all negative,
so B-lineage lymphoma is excluded. About 30% of Ki-67 are
positive, indicating that the tumor is low-grade malignant, and
regular review and close attention are required.

In terms of treatment, surgical resection is usually the treat-
ment of choice for patients with locally diseased tumors. The
biological behavior of IPT-like FDCS is indolent, and patients
can still survive for a long time after surgery. Survival for a long
time even after relapse [12]. After splenectomy in this routine,
platelet-raising therapy was given. After 17 months of follow-
up, no tumor recurrence or metastasis was found, and the
platelets returned to normal.

Conclusion

IPT-like FDCS is a clinically rare tumor. In this report, the cas-
es of marked thrombocytopenia caused by the pathological
changes of the spleen caused by the tumor are even rarer. The
clinical and imaging manifestations of this tumor are non-spe-
cific, and the definitive diagnosis depends on histopathology
and immunohistochemical staining. The biological behavior is
indolent, and the prognosis is good after surgery and symp-
tomatic treatment.
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