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Fig. 2. Face, generalized exfoliative ervthroderma.

Fig. 1. Whole body, generalized erythroderma.

Fig. 4. Skin biopsy, Infiltration of mononuclear cells on
upper dermis. (H&E, x100)

Fig. 3. Large encephaloid atypical lymphocyte. (Wright's

Fig. 5. Aggrates of atypical lymphocytes on upper der-
staining, = 1,000) mis. (H&E, x400)
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Fig. 6. Lymph node biopey, Diffuse infiltration of atypical Fig. 7. Electron-microscopic finding of peripheral lym-
lymphocytes, (H&E, = 100) phocyte. (Lead citrate & Uranyl acetate staining,

x 6, 000)

Table 1. Treatment and clinical course: Treatment

Drug Day 15t (5th hospital day) Bth (12thHD) 13th (Discharge)
Vincristine 2mg IV + + -
Adriamycin 30mg IV + + -~
Cyclophosphamide 800mg [V + * -
Bleomycin 15mg [V +
Prednisolone 60mg #3 P.O. + (continuous)

Climical course

Before ond(BthHD)  Sth(OthHD)  11th(15thHD) 13th(17thHD)
treatment
Fruritus intense moderate moderate Er]y subsided -
Eryvthem SEVEre much much mild
_ subsided subsided
Exfoliation SEVEre much much nearly subsided
subsided suhsided
W.B.C. 66,000/mm?* 22 000/ mm? 10, 300/mm?* 7,200/mm*
(% of atypical lymphocyte) (32%) (17%%) (") (T%)
(Absolute No. of atypical (21,120/mm") {16.940/mm?) {0 (504/mm?*)
lymphocyte) .
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Table 2. Age, sex ratio of sézary syndrome

Male

Case Mean age Female Ratio

1. Winkelmann' 19 53 12 T 1.7:1
et al (1973)

2. Lutzner"! 12 53 7 5 1.4:1
et al (1975)

3. Hamminga® B 4776 [ 2 31

et al (1979)
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Table 3. Characteristics of T-cell malignancy
Thymocyte T-cell Activated T-Cell
Disease T-cell T cell subacute Sézary syndrome | activated in
ALL lymphoma T cell leukemia mycosis fungoides | tissue
Characteristics  E-rosette E-rosette E-rosette E-rosette E-rosette
Thymocyte | T suppresser . T suppresser T helper T helper
Differentiation (sometimes
Antigen T-suppression
activation)
Antigens in
| tissue
Table 4. Evidence for T Helper Lymphocyte Phenotype in the CTCLs
Assay Study Results Comment
A. Helper/suppressor 1. Broder et al* T Helper activity These assays
in PWM-stimulated in 4/5 patients measure polyclonal
B cell antibody with 55 helper or suppressor
production activity.
2. Berger™ T Helper activity Although help is
in subcutaneous the most common
tumor of MF finding, suppression
15 also sometimes
s8én,
3. Kansu®'! T Suppressor activity
in a patient with S5
4. Hopper! T Suppressor activity
in a patient with 55
B. Cell receptors: 1. Gupta et al*™ Heterogeneity in Polyclonal
T (helper) receptors for IgG and population.

Ty (suppressor)
2. Munson et al*®

3. Wassermann®®
et al

IgM among 55

Low Ty and Tu cells |
in peripheral blood of
MF

Increased Ty in MF
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C. Monoclonal antibody 1. Kung et al*!
identification
OKT4, OKTS
2. Boumsell et a]*"!
3. Laroche et al™
4. Schmitt et gl
3. Thomas et a]*™
4. Monoclonal antibody 1. Haynes et al™
identification '
activation &
differentiation
antigens

2. Haynes et al*

3 patients circulating
55 0OKT4 + Involved
lymph node: elevated
T4/T8 ratio

6 patients circulating
SS OKT4+

9 patients circulating
SC OKT4 +

14 MF patients; less
pronounced increase in
4/8 ratio

4 patients circulating
55 OKT4 +

Phenotype identification
with biopsies of

patients with early MF
MF 57 B0%-90%
OKT4, 10%-20% OKTS,
la+ cells interaction
with OKT4 + cells 2/74
OKTE+ 60%-30%

6 patients with stage
JAl-~: normal T cell
4F2 +: activated T cell
T helper activity

in 3A1 - cells; not 50 in
normal thymocytes

1 55, 3 MF, other
inflammatory skin
dizease

Contrast of antigens in
skin biopsy and
peripheral blood

T lymphocytes show Ia,
Thy 1, 4F2 in tissue

Similar angigens
induced in contact
dermatitis

[a, Thy-1 in Pautrier's
microabscesses

Overwhelming
majority of SC

are OKT4+: but
other characteristics
are quite different,

In early MF the
cutaneous infiltrte is
mixed.

Some patients have
more QKT8+ cells,
better prognosis.

Advanced disease
Considerable
evidence of T
lymphocyte activa-
tion in the skin.
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= Abstract =
Sézary Syndrome

Hyung Sik Shin, M.D., Chang Sik Shin, M.D. *
Seong Hoe Park, M.D. and Eil Soo Lee, M.D.*

Department of Pathology and Depariment of Dermatology, *
Kangnam Sacred Heart Hospital, Hallym College

Sézary syndrome was first described in 1938, by Sézary
and Bouvrain. The classical description of this syndrome
consist of generalized pruritus, exfoliative dermtitis with
edema and thickening of the skin, ectropion, leonine facies,
alopecia, dystrophic nails, keratoderma of the palms and
soles, and lymphadenopathy associated with leukocytosis
and abnormal mononuclear cells.

We present a case of Sézary syndrome, in a 50-year-

old male farmer with generalized exfoliative erythroderma,
keratoderma of palms and soles, generalized lym-
phadenopathy, hepatomegaly, and pruritus, as clinical
features, and severe leukocytosis (W.B.C.: 66,000/mm? of
blood) with increased atypical mononuclear cells
(21,120¢/mm” of blood) in the peripheral blood, of which most
were identified as cerebriform mononuclear cells with elec-
tromicroscopy as hematologic features, Histopathologic fin-
dings of the skin lesions revealed hyperkeratosis with
parakeratosis and slight acanthosis of epidermis, moderate
to marked mononuclear cells mixed with a few atypical cells
in the papillary and upper dermis with epidermotropism.
Axillary lymph node biopsy findings showed loss of normal
architecture and marked infiltration of mononuclear cells
with many atypical cells,

Chemotherapy with vincristine, cyclophosphamide,
adriamycin, bleomyein, and prednisolone, was done. Two
weeks later, the exfoliative erythrodermic lesion and
pruritus were nearly subsided, and a few atypical lym-
phocytes (504/mm?) were observed in peripheral blood
Smear.
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