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Clinical characteristics, differential diagnosis,
and treatment outcome of subcutaneous
panniculitis-like T-cell lymphoma: a literature
review of published Japanese cases

Background: Subcutaneous panniculitis-like T-cell lymphoma (SPTCL)
is a rare subtype of non-Hodgkin lymphoma that shows phenotypic fea-
tures of cytotoxic T cells and preferentially involves subcutaneous tissue.
SPTCL is believed to show an indolent clinical course, unless patients
develop haemophagocytic syndrome. Various reported therapies include
corticosteroids, immunosuppressive drugs, and chemotherapies. The use
of chemotherapy as a first-line treatment remains controversial, and treat-
ment approaches for SPTCL have not been established yet. Objectives:
To investigate the clinicopathological features, treatment modalities, and
outcomes of Japanese patients with SPTCL. Materials & methods: We
performed a literature review of Japanese cases of SPTCL. Results:
Twenty-two cases have been reported in the English and Japanese lit-
erature. Six cases were excluded due to a lack of sufficient clinical and
immunohistological data, and treatment modalities and outcome were
available in 16 cases. Clinical characteristics of the Japanese cases were
generally similar to those of Western countries. Approximately half of
the Japanese patients were treated initially with corticosteroids. Among
them, more than half subsequently received chemotherapies due to a
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lack of response or recurrence of the disease. Overall, chemotherapy
was used for approximately 80% of reported cases as a primary or sec-
ondary therapy. Conclusion: Our findings suggest that corticosteroids

may be beneficial for some SPTCL patients, but most patients required
chemotherapy during the course of their disease. Further investigations
are needed to both establish appropriate treatment strategies for SPTCL
and clarify predictive factors in order to identify patients who may benefit
from corticosteroid therapy as a primary treatment.
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here are various subtypes of cutaneous lymphomas,
each with different clinical manifestations, histo-
logical features, and prognosis. Mycosis fungoides

s the most common and well characterised subtype,
ccounting for more than 50% of all cutaneous lymphomas
1, 2]. Subcutaneous panniculitis-like T-cell lymphoma
SPTCL) is a rare subtype of cutaneous lymphoma that
referentially involves subcutaneous tissue. Since its first
escription by Gonzales et al. in 1991, as a peculiar
ymphoma mimicking panniculitis [3], many cases have
4
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een reported under the diagnosis of subcutaneous lym-
homa, which showed various phenotypes of neoplastic
ymphoid cells, such as CD4+CD8-, CD4-CD8+, or CD4-
D8-CD56+, with diverse clinical courses ranging from

ndolent to highly aggressive. In the WHO-EORTC clas-
ification of cutaneous lymphomas proposed in 2005 [1],
PTCL was defined as CD8+ cytotoxic T-cell lymphoma
otherapy, corticosteroid, immunosuppressive drug,
cutaneous panniculitis-like T-cell lymphoma

expressing alpha/beta T-cell receptors (TCRs) that are con-
fined to subcutaneous fat. According to this definition,
SPTCL generally show indolent clinical behaviour, in con-
trast to other lymphomas involving subcutaneous tissue,
such as gamma/delta T-cell lymphoma or NK cell lym-
phoma.
In European countries, SPTCL was estimated to account
for 1% of cutaneous lymphoma cases [1], and the clini-
copathological features, treatment modalities, and clinical
outcomes of European cases were reported by Willemze
doi:10.1684/ejd.2016.2914
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ential diagnosis, and treatment outcome of subcutaneous panniculitis-like T-cell
: 34-41 doi:10.1684/ejd.2016.2914

et al. in 2008 [4]. In Japan, the result of the nationwide
study on cutaneous lymphomas from 2007 to 2011 revealed
the prevalence of SPTCL to be 2.3% of cutaneous lym-
phoma cases [2]. However, the clinicopathological features
of Japanese patients with SPTCL have not yet been well
characterised. Therefore, we performed a literature review
in order to investigate the clinicopathological features,

dx.doi.org/10.1684/ejd.2016.2914
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Figure 1. Representative case of subcutaneous panniculitis-
like T-cell lymphoma. A) Erythematous subcutaneous nodules
are seen at the popliteal region. B) Lymphoid cell infiltration
is almost confined to subcutaneous tissue (haematoxylin-eosin
tification = EJD Article Identification = 2914 Date: February 8,

herapeutic modalities, and treatment outcomes of Japanese
PTCL cases, and to propose appropriate strategies for
anagement of SPTCL.

ethods

e searched for articles using PubMed and the Japanese
edical literature database provided by the Japan Med-

cal Abstract Society. We used the term “subcutaneous
anniculitis-like T-cell lymphoma” and its directly trans-
ated Japanese form for searching on PubMed and the
apanese medical literature database, respectively. We
etrieved all articles of Japanese cases, excluding those
escribed in meeting abstracts.

esults

linical and histological features
e identified 22 Japanese cases of SPTCL reported in the

iterature. Among them, we excluded six cases due to lack of
ufficient clinical and immunohistological data to unequiv-
cally diagnose the cases as SPCTL. Finally, we retrieved
6 Japanese cases of SPTCL [5-19], and the clinical and
mmunophenotypic features are summarised in (tables 1-3).
leven of these cases were reported in English language

ournals and the remaining five cases were obtained from
apanese journals. The cases consisted of five males and 11
emales, with ages ranging from one to 73 years old (aver-
ge: 32.1 years old). All patients had subcutaneous nodules,
hich were most frequent on the lower legs (figure 1A). B

ymptoms, such as fever, night sweats, and weight loss were
bserved in 13 of 16 cases. Autoimmune disorders were
resent in two cases, including Sjögren’s syndrome and
ype 1 diabetes mellitus. Laboratory abnormalities, includ-
ng leukocytopenia and liver dysfunction, were common,
ccurring in approximately 50% of cases. The existence
f haemophagocytic syndrome (HPS) was mentioned in 11
ases. Among them, HPS was observed in five cases. His-
ologically, all 16 cases showed mild to moderate lobular
nfiltration of lymphoid cells in subcutaneous fat tissue with
nly scant lymphoid infiltrates in the dermis (figures 1B,C).
ll cases tested were positive for CD3 and CD8, and nega-

ive for CD4 and CD56. Cytotoxic molecules, such as T-cell
ntracellular antigen (TIA)-1 and granzyme B, were positive
n all cases tested. In addition, TCR beta chain expression
as detected in all eight cases examined by immunohis-

ochemistry (figures 1D-F), and clonal rearrangement of
CR genes was confirmed in 10 out of 11 cases tested,
ither by Southern blot analysis or polymerase chain reac-
ion. Epstein-Barr (EB) virus-encoded small nuclear RNA
EBER) was detected in one of 12 cases tested by in situ
ybridisation.
JD, vol. 27, n◦ 1, January-February 2017

reatment modalities and clinical outcome
he treatment modalities and outcomes are summarised

n figure 2 and tables 1, 4. One patient showed sponta-
eous remission (Case 16). Seven patients were treated
ith corticosteroids or immunosuppressive drugs as a
stain; original magnification: ×40). C) Lobular infiltration of
lymphoid cells that surround individual adipocytes is seen
(haematoxylin-eosin stain; original magnification: ×100). D-
F) Immunostaining for CD8 (D), granzyme B (E), and beta-F1
(F). The infiltrating lymphoid cells are CD8, granzyme B, and
beta-F1 positive (original magnification: ×200).

first-line treatment (non-chemotherapy group). Of these
seven patients, three achieved complete remission (CR)
without the use of chemotherapy, and four patients,
including two complicated by HPS, were treated with
chemotherapy consisting of cyclophosphamide, doxoru-
bicin, vincristine, and prednisone (CHOP) or CHOP-like
regimens as a second-line treatment for the unresponsive or
recurrent lesions. Among the latter four patients, two were
further treated with high-dose chemotherapy supported by
haematopoietic stem cell transplantation. All patients in the
non-chemotherapy group were in remission at the time their
cases were reported in the literature. Eight patients were
35

initially treated with chemotherapy (chemotherapy group),
which consisted of a CHOP or CHOP-like regimen for
seven patients, and hyper-CAVD (cyclophosphamide, vin-
cristine, doxorubicin, dexamethasone, methotrexate, and
cytarabine) for one patient. Three of these patients achieved
CR, one patient died due to progression of the dis-
ease, and one patient died of an unrelated cause during
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Table 2. Immunohistochemical features of Japanese cases of subcutaneous panniculitis-like T-cell lymphoma.

Case No. CD3 CD4 CD8 CD56 TIA-1 GranB �F1 EBER Clonality

1 + NA + - + + + - +

2 + - + - + + NA NA +

3 + NA + NA + NA + NA +

4 + - + - + + + - NA

5 + - + - + + + - +

6 + - + - + + NA - NA

7 + - + - NA + NA - +

8 NA - + - NA NA + NA NA

9 + - + - NA + + - NA

10 + - + - + + NA - +

11 + - + - + + NA - +

12 + - + - NA + + NA NA

13 + - + - NA + NA + +

14 + - + - + + NA - +

15 + - + - + NA NA - +

E e B;
a

s
p
c
t
p
s
a
f
H
R
i
s
n

T

B
s

f
[

16 + - + -

Total 15/15 0/14 16/16 15/15

BER: Epstein-Barr virus-encoded small nuclear RNA; GranB: granzym
ntigen-1.

econd-line chemotherapy. Among the remaining three
atients, two received high-dose chemotherapy with stem
ell transplantation, and one was treated with a corticos-
eroid in combination with cyclosporine A. These three
atients resulted in remission. In the chemotherapy group,
ix achieved remission, one died of lymphoma progression,
JD, vol. 27, n◦ 1, January-February 2017

nd one died of an unrelated cause at the time of the last
ollow-up visit. Of the two fatal cases, one had associated
PS.
egarding patients with associated HPS, all five patients

n our study received chemotherapy as a first-line or a
econd-line treatment. Of the two patients belonging to the
on-chemotherapy group, one had HPS at the time of initial

able 3. Clinical features of patients with SPTCL.

Japanese patients* European

Number of patients 16 63
Mean age (range) 32.1 years† (1-73) 36 years (7
Male:female ratio 5:11 21: 42
B symptoms 13/16 (81%) 37/63 (59%

Autoimmune disease 2/16§ (13%) 12/63 (19%
Leukopenia 6/14 (43%)
Liver dysfunction 7/13 (54%) 29/63 (46%
Increased LDH 12/16 (75%)
HPS 5/11 (45%) 11/63 (17%
Clonality 10/11 (91%) 37/45 (82%
EBER 1/12 (8%) 0/38 (0%)
Death 2/16 (13%) 9/63 (14%

symptoms: fever, night sweats, and weight loss; NA: data not available; EBER
yndrome. †excluding one patient whose accurate age was not specified (Case 1

rom reference [21]; §presence or absence of autoimmune disease was not ment
4].
+ + + - oligo

11/11 13/13 8/8 1/12 10/11

NA: data not available; oligo: oligoclonal; TIA-1: T-cell intracellular

corticosteroid therapy and failed to respond to prednisolone.
The patient subsequently received high-dose chemother-
apy, which induced remission of his disease (Case 4). The
other patient developed HPS after the initial prednisolone
and subsequent CHOP therapy, and HPS was successfully
treated with methylprednisolone pulse therapy (Case 5). Of
37

the three patients belonging to the chemotherapy group, one
patient developed HPS after failure of the initial CHOP ther-
apy, and was then treated with methylprednisolone pulse
therapy in combination with cyclosporine A (Case 9). One
patient with HPS at the time of initial diagnosis failed to
respond to CHOP and received high-dose chemotherapy
supported by stem cell transplantation (Case 11). These

patients$ Chinese patients& Korean patients&

22 14
-79) 32 years (9-72) 35 years (7-73)

8:14 10:4
) 8/22 (36%) 9/13 (69%)

) NA NA
NA 7/14 (50%)

)# NA NA
NA 9/13 (69%)

) NA 2/14 (14%)
) 15/15 (100%) 4/8 (50%)

1/22 (5%) 0/8 (0%)
) 5/22 (22%) 2/14 (14%)

: Epstein-Barr virus-encoded small nuclear RNA; HPS: haemophagocytic
2 in table 1); *data from reference [4]; $data from reference [22]; &data

ioned in 13 cases; #data given as “laboratory abnormalities” in reference
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Figure 2. Clinical course of Japanese patients with subcutaneous-panniculitis-like T-cell lymphoma. Seven patients were treated
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w
m
I
w
p
c
d
d
p
f
a
g

ith corticosteroids or immunosuppressive drugs as a first-li
heir cases were reported in the literature. Eight patients wer
ere in remission, one patient died due to the progression o

yclophosphamide, doxorubicin, vincristine, and prednisone;

wo patients were in remission at the time the case reports
ere published. Another patient died of rapidly progressive
isease despite chemotherapy, and HPS was revealed by an
utopsy (Case 13).

linical characteristics of patients treated with
orticosteroids and chemotherapy
e next compared the clinical characteristics of the

on-chemotherapy group with those of the chemother-
py group (table 5). In both groups, the male to female
atio and the incidence of HPS were almost identical, and
lonal rearrangement of TCR genes was detected in all
ases. Compared with the chemotherapy group, patients
n the non-chemotherapy group were younger and had

ore frequent B symptoms and leukocytopenia, but liver
ysfunction and increased lactate dehydrogenase levels
ere more common in the chemotherapy group. Autoim-
une disease was observed in one case in both groups.

n the chemotherapy group, most cases were diagnosed
ith SPTCL at initial presentation. In contrast, only one
atient was initially diagnosed with SPTCL in the non-
8

hemotherapy group, and the other patients were tentatively
iagnosed with unspecified panniculitis and lupus profun-
us in two cases, respectively, and cytophagic histiocytic
anniculitis and Weber-Christian disease in one case. Two
atal cases, including one EBER-positive case and one case
ssociated with HPS, were included in the chemotherapy
roup.
eatment. All of these patients were in remission at the time
itially treated with chemotherapy. Among them, six patients
phoma, and one patient died of an unrelated cause. CHOP:
: cyclosporine A; SCT: stem cell transplantation.

Discussion

SPTCL is a rare form of cutaneous T-cell lymphoma that
preferentially involves subcutaneous tissue. The diagnos-
tic criteria and clinical features of SPTCL described in
the WHO classification were established based on patient
data collected mainly from European countries [4, 20].
Because the frequencies of lymphoma subtypes are known
to vary among racial groups, it is important to investigate the
clinical characteristics and treatment outcome of Japanese
SPTCL cases.
Our findings demonstrated that the clinical characteristics
of Japanese cases were almost identical to European cases,
such as younger age at onset (relative to other cutaneous
T-cell lymphomas), twofold predominance of females over
males, high frequency of laboratory abnormalities, and low
mortality rate of less than 15% [4]. In addition, the ini-
tial therapeutic modalities were almost identical in both
the Japanese and European cases. B symptoms were more
common in Japanese cases, whereas autoimmune disorders
were more frequent in European cases. The clinical char-
acteristics of the Japanese cases were also similar to those
EJD, vol. 27, n◦ 1, January-February 2017

from Chinese and Korean cases, except for a male predom-
inance in Korean cases [21], as well as a low incidence
of B symptoms and high mortality rate in Chinese cases
[22] (table 3). These differences in clinical characteristics
among different racial groups may be due to small sam-
ple size of the Asian cases. It is notable that EBER was
detected in one Japanese patient and one Chinese patient
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Table 4. Treatment modalities and outcomes of patients with
SPTCL.

Japanese
patients

European
patients*

Number of patients 16 63

Initial treatment

Corticosteroids/
immunosuppressive drugs
CHOP or CHOP-based
chemotherapy
Radiation
Surgery
No treatment

7 (44%)

8 (50%)

8 (50%)
0 (0%)
1 (6%)

24 (38%)

31 (49%)

3 (5%)
2 (3%)
2 (3%)

Complete remission after
initial treatment

Corticosteroids/
immunosuppressive drugs
CHOP or CHOP-based
chemotherapy

3/7 (43%)

3/8 (38%)

16/24 (67%)

19/31 (62%)

Number of patients treated
with chemotherapy†

12/16 (75%) 39/62 (63%)

Status at the time of the report
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Table 5. Clinical characteristics of patients who received cor-
ticosteroids and chemotherapy treatment.

Corticosteroids/
immunosuppressive
drugs

Chemotherapy

Number of patients 7 8

Mean age (range) 27 years (10-54) 41.6 years† (22-73)

Male:female ratio 2:5 3:5

B symptoms 7/7 (100%) 6/8 (75%)

Leukocytopenia 5/7 (71%) 1/6 (17%)

Liver dysfunction 4/7 (57%) 3/5 (60%)

Increased LDH 5/7 (71%) 7/8 (88%)

Clonality 5/5 (100%) 5/5 (100%)

HPS 2/4 (50%) 3/6 (50%)

Autoimmune disease 1/7 (14%) 1/8 (13%)

Initial diagnosis

SPTCL
Panniculitis
Lupus profundus
Other

1/7 (14%)
2/7 (29%)
2/7 (29%)
2/7# (29%)

7/8 (88%)
1/8 (13%)
0/10 (0%)
0/10 (0%)

Death 0/7 (0%) 2/8 (25%)
Alive without disease
Alive with disease
Death

13 (82%)
1 (6%)
2# (12%)

39 (62%)
15 (24%)
9 (14%)

HOP: cyclophosphamide, doxorubicin, vincristine, prednisone.
including both first-line and second-line therapies; #including one
atient who died of an unrelated cause; *data from reference [4].

y in situ hybridisation. The Japanese patient died due to
isease progression and the Chinese patient was in good
ealth at the time of the last follow-up visit. SPTCL is
enerally believed to be negative for latent EB-virus infec-
ion [1, 4, 20]. However, EB virus-associated lymphoid

alignancies, such as extranodal NK/T-cell lymphoma and
urkitt lymphoma [1, 20], are well known to be prevalent

n Asian countries such as Japan and China, which is most
ikely due to genetic susceptibility. Therefore, EBER pos-
tivity alone cannot exclude the possibility of SPTCL in
egions where EB virus-associated lymphoid malignancies
re prevalent, although thorough investigations includ-
ng immunohistochemical analysis, gene rearrangement
ssays, and systemic work-up are mandatory before estab-
ishing the diagnosis of SPTCL in EBER-positive cases.
he most important and controversial issue in the treat-
ent of SPTCL is whether SPTCL should be treated with

hemotherapy or whether it can be managed with corticos-
eroids or immunosuppressive drugs. Among the various
reatment guidelines for cutaneous lymphomas, includ-
ng those of the British Association of Dermatology [23],
he European Organisation for Research and Treatment
f Cancer consensus recommendation [24], the National
omprehensive Cancer Network clinical practice guide-

ines [25], and the European Society for Medical Oncology
JD, vol. 27, n◦ 1, January-February 2017

ESMO) guidelines [26], only the latter guidelines pro-
ide a treatment recommendation for SPTCL. In the ESMO
uidelines, corticosteroids or immunosuppressive drugs are
ecommended as a first-line treatment for patients with-
ut HPS, and chemotherapy is indicated as an optional
herapy in cases refractory to immunosuppressive therapy
r in cases with HPS [26]. The Japanese guidelines for
B symptoms: fever, night sweats, and weight loss; HPS: haemophago-
cytic syndrome; LDH: lactate dehydrogenase; SPTCL: subcutaneous
panniculitis-like T-cell lymphoma; TCR: T-cell receptor. †excluding one
patient whose accurate age was not specified (Case 12 in table 1); #one
case of cytophagic histiocytic panniculitis and one case of Weber-Christian
disease.

cutaneous lymphoma recommend similar treatment
approaches [27]. The ESMO recommendation regarding
treatment options for SPTCL might have been made mainly
based on the report of Willemze et al. in which the
clinicopathological features and treatment outcomes of
63 European cases of SPTCL were investigated [4]. In
their report, 55 patients received systemic therapy, which
consisted of chemotherapy for 31 patients (chemother-
apy group) and corticosteroids or immunosuppressive
drugs for 24 patients (non-chemotherapy group). Although
the response rate of the initial therapies was higher
in the non-chemotherapy group (16 CR and five par-
tial response [PR]; response rate: 88%) than in the
chemotherapy group (19 CR and three PR; response rate:
71%) (table 4), the remission rate at the time of the
last follow-up visit was similar between the two groups
(non-chemotherapy group: 58%; chemotherapy group:
61%). These findings suggested that patients with SPTCL
may benefit equally from chemotherapy and corticos-
teroids/immunosuppressive drugs. Therefore, the authors
concluded that their findings do not support the routine use
of multi-agent chemotherapy as a first-line treatment for
patients with SPTCL. However, the relapse of complete
responders was more frequent in the non-chemotherapy
group (9/19; 56%) than in the chemotherapy group (2/19;
10%), and eight of 24 patients in the non-chemotherapy
39

group received chemotherapy for unresponsive or recurrent
lesions, suggesting that corticosteroids or immunosuppres-
sive drugs may not have sufficient effect on some patients
with SPTCL.
In contrast to European cases, most of the reported Chi-
nese and Korean cases were treated with chemotherapy
[21, 22]. Fourteen of 18 Chinese patients (78%) received
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hemotherapy, and nine patients responded (six CR and
hree PR; response rate: 64%). The other four patients
ere treated with Chinese herbal medicine or surgical exci-

ion of the solitary lesion, leading to a durable response
or all of these patients. Ten of 14 Korean patients (71%)
ere treated with chemotherapy, three received immuno-

uppressive therapy, and one received only supportive care
or the patient’s symptoms. Of the ten patients receiving
hemotherapy, five achieved remission (four CR and one
R; response rate: 50%). Of the three patients treated with

mmunosuppressive therapy, only one patient responded.
ccordingly, chemotherapy was beneficial in approxi-
ately two thirds of the Chinese and Korean patients,
hereas therapeutic benefit of corticosteroids or immuno-

uppressive drugs was uncertain because the number of
atients treated with corticosteroids was very small.
n Japan, the number of patients initially treated with cor-
icosteroids or immunosuppressive drugs and those treated
ith chemotherapy was almost the same, and the response

ate of the initial therapy did not show remarkable difference
etween the two treatment groups (table 4). Most patients
ho had been initially diagnosed with SPTCL received

hemotherapy as a first-line treatment, whereas the majority
f patients who were initially diagnosed with inflamma-
ory panniculitis and then later diagnosed with SPTCL were
reated with corticosteroids (table 5). This suggests that the
nitial treatment modalities have been determined depend-
ng on the initial diagnosis in most Japanese cases. Since
PTCL often simulates various inflammatory diseases,
uch as erythema nodosum, lupus profundus, and other
iscellaneous disorders manifesting with panniculitis, a

lear distinction between SPTCL and these panniculitic
isorders is often difficult at the initial presentation [28-
0]. Thus, we consider that corticosteroid treatment may
e justified for patients with lesions suggestive, but not
iagnostic, of SPTCL, especially if they have an accom-
anying constitutional symptom. However, four of seven
apanese cases in the non-chemotherapy group needed
hemotherapy for unresponsive or recurrent lesions, indi-
ating that the therapeutic effect of corticosteroid treatment
or SPTCL may be limited to a certain subset of patients,
nd we cannot predict exactly which patients could benefit
rom corticosteroid therapy. Previous reports have shown
hat re-administration of corticosteroids or immunosup-
ressive drugs can induce remission of recurrent lesions that
eveloped after withdrawal of initial corticosteroid ther-
py [4, 5, 31]. Therefore, re-administration of these drugs
ay be a therapeutic option, instead of chemotherapy, at

east until disease progression for relapsed patients, espe-
ially if they do not suffer from HPS. However, duration
f remission was reported to be short, and disease progres-
ion typically occurred once steroid tapering was initiated
32]. Thus, we believe that chemotherapy should be consid-
red immediately when relapsed patients do not respond to
e-administration of corticosteroids or immunosuppressive
rugs.
0

nother important issue is how SPTCL patients compli-
ated by HPS should be treated. Five patients included in
ur study developed HPS at various stages during the course
f the disease and received various therapies; two patients
ho failed to respond to conventional-dose chemotherapy

eceived high-dose chemotherapy and resulted in remission
Cases 4 and 11), two patients were successfully treated
ith methylprednisolone pulse therapy either alone or in
Time: 2:10 pm

combination with cyclosporine A (Cases 5 and 9), and
one patient who received conventional-dose chemother-
apy died of disease progression (Case 13). In our cases
associated with HPS, none responded to conventional-dose
chemotherapy. These results are in accordance with the
previous view that CHOP or CHOP-like therapy is not
very successful for SPTCL associated with HPS [4], and
methylprednisolone pulse therapy, either alone or in com-
bination with immunosuppressive drugs, can be effective
for patients associated with HPS [33-35]. In addition, high-
dose chemotherapy, followed by stem cell transplantation,
has been suggested to be an important option for patients
associated with HPS [4, 36, 37].
At present, it still remains unclear whether chemotherapy
is actually more beneficial than corticosteroid treatment
for SPTCL, however, based on the result of our review
of Japanese SPTCL cases, we believe that chemotherapy
may be preferred for patients who have been diagnosed
unequivocally with SPTCL. In such cases, corticosteroid
therapy may be acceptable as an alternative treatment
option, especially in cases without HPS, however, care-
ful follow-up is indispensable and chemotherapy should be
considered when a sufficient effect cannot be achieved by
corticosteroids or immunosuppressive drugs. For patients
associated with HPS, methylprednisolone pulse therapy or
high-dose chemotherapy, followed by stem cell transplan-
tation, may possibly be preferred over conventional-dose
chemotherapy.
A limitation of this article is that the patients’ data were col-
lected from published reports, making it difficult to disclose
the long-term outcome of each patient. Further investiga-
tions are needed in order to establish appropriate treatment
strategies for SPTCL, and to clarify the predictive factors
which could be used to identify patients who may benefit
from corticosteroid therapy as a first-line treatment. �
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