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Remission of Cutaneous Involvement in Splenic Marginal Zone Lymphoma after Splenectomy
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Marginal zone lymphoma (MZL) is an indolent neoplasm
that originates from lymphocytes of the marginal zone.
MZL is classified into 3 subtypes: extranodal MZL of
mucosa-associated lymphatic tissue (MALT), splenic
MZL (SMZL) and nodal MZL (1). Although skin invol-
vement often occurs in MALT lymphoma, infiltration of
SMZL to the skin is quite rare (2). We describe here a
70-year-old man with cutaneous involvement in SMZL,
which disappeared after splenectomy.

CASE REPORT

A 70-year-old man presented with numerous plaques and
papules on his trunk and limbs, which had developed
over an approximately 4-month period (Fig. 1A). He
reported having had no fever, night sweats, weight-loss
or bleeding. Physical examination revealed erythematous
to violaceous plaques and papules on his chest, abdomen,
back, buttocks and extremities. Some of the eruptions
were accompanied by ulceration or crust formation.
The initial clinical diagnosis was pityriasis lichenoides
et varioliformis acuta (PLEVA). Histopathological
examination of biopsy specimens revealed dense, band-

like infiltrates of small monomorphic lymphocytes in
the papillary dermis and reticular dermis, and patchy
perivascular infiltration in the deep dermis (Fig. 1B)
to the subcutaneous fat tissue (not shown). The dermo-
epidermal junction was blurred, and the monomorphic
lymphocytes infiltrated the mid-epidermis (epidermo-
tropism), resembling mycosis fungoides. The atypical
cells were positive for CD20 and bcl-2, but negative
for CD3, CD10 and cyclinD1. Ki-67 positivity was ap-
proximately 30%. The kappa;lambda light chain ratio
could not be evaluated due to poor labelling of either
kappa or lambda. Eosinophils were not observed in the
infiltrates in the specimens. The pathological diagnosis
of the skin specimens was low-grade B-cell lymphoma.
PCR analysis of immunoglobulin heavy-chain (IgH)
gene rearrangement confirmed the monoclonality of the
tumour cells (VH-FR1, VH-FR2 and VH-FR3). A com-
plete blood count revealed thrombocytopaenia (62,000/
mm?). Bone marrow biopsy specimens showed lymphoid
aggregates, suggesting the involvement of lymphoma.
Positron emission tomography—computed tomography
(PET-CT) revealed massive splenomegaly (Fig. 1C). Due
to the thrombocytopaenia and the possibility of splenic

Fig. 1. (A) Scattered erythematous to violaceous plaques and papules on the chest and abdomen. (B) A skin biopsy specimen from the abdomen shows
dense, band-like lymphocytic infiltrates in the epidermis and superficial dermis, as well as patchy perivascular infiltration in the deep dermis. (Haematoxylin
and eosin (H&E) x40). (C) An axial fused positron emission tomography — computed tomography (PET/CT) image of the abdomen reveals marked
splenomegaly. (D, E) Histological findings of spleen specimens. Predominant white pulp involvement by atypical cells (H&E x100) (D). (E) Tumour cells
positive for CD20. (F) The skin lesions have disappeared after the splenectomy, leaving pigmentation (45 days after the procedure).

doi: 10.2340/00015555-2981
Acta Derm Venereol 2018; 98: 801-802

This is an open access article under the CC BY-NC license. www.medicaljournals.se/acta
Journal Compilation © 2018 Acta Dermato-Venereologica.


http://crossmark.crossref.org/dialog/?doi=10.2340/00015555-2981&domain=pdf

ActaDV

ActaDV

802 Short communication

lymphoma, a splenectomy was performed as the initial
treatment. The resected spleen was enlarged, weighing
2,050 g (normal spleen 80—120 g). Histopathological
examination of the splenic specimens showed that
atypical lymphocytes had predominantly infiltrated to
and almost replaced the white pulp, together with some
red pulp involvement (Fig. 1D). A majority of the neo-
plastic cells were small, with round, regular nuclei. The
phenotypes of the tumour cells were CD20* (Fig. 1E),
CD3, CD57, CD10-, CD23 and CyclinD1". Karyotype
analysis revealed partial trisomy of chromosome 3. The
skin lesions disappeared completely one month after
the splenectomy (Fig. 1F) and the thrombocytopaenia
also resolved within one month. A diagnosis of SMZL
with cutaneous involvement was made. No relapse in
either the skin or other organs was observed at 21-month
follow-up.

DISCUSSION

The median age of occurrence of SMZL is approximately
65 years, with equal distribution between men and wo-
men. Most patients present with splenomegaly (almost
100%), and the bone marrow (95%) and peripheral blood
(75%) are commonly involved (3). Typically, B symp-
toms are not present in patients with SMZL. Peripheral
lymphadenopathy is uncommon, but involvement of the
splenic hilar lymph nodes is seen in the majority of cases.
Anaemia and thrombocytopaenia frequently accompany
SMZL, but they generally result from hypersplenism
rather than bone marrow infiltration. Skin involvement
is quite uncommon in SMZL, but has been reported in
a few cases (2, 4-6). The diagnosis of SMZL with se-
condary skin involvement in our case was based on the
preceding thrombocytopaenia, massive splenomegaly
and remission of the skin lesions after splenectomy. The
resemblance of PLEVA in the clinical manifestations also
contributed to the difficulty of the diagnosis, although
the skin eruptions persisted longer than is typical for
PLEVA cases. Histopathology does not differentiate
primary cutaneous MZL from secondary MZL; however,
the epidermotropism can be the hallmark of secondary
cutaneous lesions of SMZL, although this histological
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finding is rare in primary cutaneous MZL (4). Recent
studies have revealed that CXCR3 plays a role in the
epidermotropism of MZL, and this can be used as a
marker for B-cell lymphoma with epidermotropism (7).

Most patients with SMZL are asymptomatic at diag-
nosis, and some cases are managed with a “watch and
wait” policy (3). When treatment is required, splenec-
tomy and/or a combination of rituximab and chemo-
therapy (cyclophosphamide, doxorubicin, vincristine
and prednisone) are used. The current case is the first to
show complete remission of cutaneous lesions secon-
dary to SMZL without relapse, with splenectomy as the
only treatment, in contrast to previous cases of SMZL
with skin involvement that warranted chemotherapy
subsequent to splenectomy due to early relapse (2).
Clinicians should observe the clinical course of SMZL
with cutaneous involvement and SMZL with other organ
involvement after splenectomy cautiously in order to
avoid unnecessary treatment when complete remission
is achieved.
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