The Ulsan Univ. Med. J.
Vol. 4, No. 2:117—120, Winter, 1995.

Cutaneous Angiocentric T—cell Lymphoma

Doo-Hyun Chi, Kyoung-Ae Jang, Sung-Eun Chang, Jee-Ho Choi, Jai-Kyoung Koh oh

Department of Dermatology, Asan Medical Center, College of Medicine,
University of Ulsan, Seoul, Korea

li
1
tfa
P
Ju

]

Cutaneous Angiocentric T—cell Lymphoma 14

SN SR fH S M&FIEY ARl

A F @8- 3 4%
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[ntroduction

Angiocentric T—cell lymphoma(AL) is a rare
subtype of cutaneous T—cell lymphoma character-
ized by angiocentric, angioinvasive, and angio-de-
structive infiltrate containing atypical lymphocytes'
“% Recently many cases have been reported from
Taiwan and Japan in association with Epstein—
Barr \}irus(EBV)"“, but limited data are available
in Korea. We report a case of AL confined to the
skin,

Report of a case

A 62—year—old female had asymptomatic pla-
ques on her flank for 6 months. Examination re-
vealed localized, relatively well—circumscribed, ery-
thematous indurated plaques on. the right flank
area (Fig. 1). Physical examination was normal
except the skin lesions. The family history, the
past medical history and the review of systems
were all unremarkable. The results of the follow-
ing studies were within normal limits or negative:
complete blood cell count, urinalysis, liver function
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test. Roentgenogram of the chest was also normal.
A biopsy specimen showed angiocentric and
angicinvasive infiltrate in the dermis (Fig. 2).
Lymphocytes containing atypical lymphoid cells
were visible around blood vessels, and angio-inva-
sion was also observed (Fig. 3). But epider-
motropism, hemophagocytosis and necrosis were
absent in our case. The immunohistochemical stud-
1es -demonstrated positive labeling of the infiltrat-
ing lymphoid cells for CD45RO(UCHL—1) whereas
CD20(L.—26), CD30(Ki—1) and CD56 showed no
immunoreactivity. Gallium scan, bone scan and
chest—ahdomen —pelvis CT revealed no evidence
of internal organ involvement. These clinical and
‘histopathologic findings were consistent with a di-
agnosis of cutaneous AL and treatment was start-
ed with oral prednisone. 4 weeks later, there was

Fig. 1. Localized, relatively well—circumscribed, ery-
thematous indurated plagues on the right
flank area
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Fig. 2. Low—power view demonstrates angio-cen-
tric and angicinvasive infiltrate in the der-
mis (H & E x 40).

much improvement of the skin lesions.

Discussion

Angiocentric T—cell lymphoma is a rare subtype
of cutaneous T—cell lymphoma characterized by
angiocentric, angioinvasive, and angiodestructive in-
filtrate containing atypical lymphocytes'~% The
term “angiocentric immunoproliferative lesion(A-
IL)” was introduced by Jaffe et al. to replace
lymphomatoid granulomatosis and related disorders,
including lymphocytic vasculitis and lethal midline
granuloma and they graded cases into three histo-
logic categories(grade I — ). Gradelll lesions rep-
resent overt malignant lymphoma, also termed
“angiocentric lymphoma.” But some authors’ hyp-
othesized that most cases of lymphomatoid granul-
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Fig. 3. Higher magnification showing angioinvasive
lymphoceytic infiltrate containing atypical ly-
mphoid cells (H & E x 200).

omatosis involving the lung represent a prolifera-
tion of EBV infected B—cells with a prominent T
—cell reaction(T~cell rich B—cell lympho-ma),
distinguishing these cases from angiocentric T—cell
lymphomas. Recently a designation of T/NK-cell
lymphoma was adopted, emphasizing the expression
of antigens associated with both of these cell types®,
Because the nasal area is the most common site
of presentation, nasal T/NK—cell lymphoma was
recommended for midline facial lesions®*® and
identical tumors presenting in another anatomic
site would be considered nasal type T/NK—cell
lymphoma®'. The common histo-pathologic charac-
teristic of this T/NK cell lymphoma is angiocen-
tricity with coagulative necrosis, and the most
common immunophenotype is CD56+, CD2+, cyto-
plasmic CD3+% ', The infilirates are negative for

surface CD3 and lack of clonal rearrangements of
the TCR genes®. Finally, EBV-—encoded RNA
(EBER) is identified in virtually 100% of cases
by in-situ hybridization. Qur case differed from
nasal type T/NK cell lymphoma in several aspects.
Histologically, it did not show coagulative necrosis
seen in nearly 100% of cases of T/NK cell lym-
phoma and lacked CD56 immunoreactivity, al-
though angiocentricity is common to hoth condi-
tions. Clinically, our case presented with localized,
relatively well—circumscribed, erythematous indu-
rated plaques, not showing manifestations of a
hemophagocytic syndrome which is cémmon to T/
NK—cell lymphoma®", but showed relatively good
response to systemic steroid therapy. Therefore we
concluded that this was angiocentric T—cell lym-
phoma confined to the skin, although we did not
perform clonal rearrangements of the TCR genes
and in situ hybridization for EBER.
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