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Abstract: Objective To investigate the clinical features, treatment, and prognosis of primary cutaneous T-cell
lymphoma (CTCL). Methods Totally 15 patients with primary CTCL diagnosed by skin biopsy in the affiliated Hospital
of Xuzhou Medical University from November 2009 to May 2019 were retrospectively analyzed to describe this rare tumor.
Results The main results were as follows: 8 were males and 7 were females, and the median age was 50 years old. The
vast majority of patients (13/15) see a doctor for skin lesions. The skin lesions of different subtypes of CTCL vary in

shape. The main manifestation of mycosis fungoides (MF) was plaque (83.3% ) ; Subcutaneous panniculitis-like T-cell
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lymphoma (SPTCL) was mainly characterized by multiple subcutaneous nodules of the extremities (75% ) ; peripheral
T-cell lymphoma not otherwise specified (PTCL-NOS) lesions were polymorphic. The main lesions were limb (n=7) and
whole body (n=3). The clinicopathological features of different subtypes of CTCL were different. T cell antigen was
mainly expressed on the surface of tumor cells. The positive index of Ki-67 was 5%~80%. Epstein-Barr encoding region
(EBER) was positive in only 1 case. The median follow-up time was 54.3 months, 2-year overall survival (OS) was
66.7% , and 2-year progression-free survival (PFS) was 43.9%. The median survival time of 7 dead patients was 18 months
(range 14.0~57.2). The 4-year OS (P=0.045 4) and PFS (P=0.002 3) of patients in the indolent or low-risk group were
significantly better than those in the aggressive or high-risk group, and there were significant differences in PFS among
MF, SPTCL, and PTCL-NOS (P=0.033 4). Conclusions In this study, except for MF or SPTCL, the other CTCL
subtype had strong invasiveness and poor prognosis. The manifestations and histopathological morphology of various

subtypes of skin lesions were diversified. Clinical manifestations, histopathological examination, and immunophenotype
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should be combined in the diagnosis to avoid missed diagnosis and misdiagnosis.
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Tab.1 Clinical data of 15 patients with primary cutaneous T-cell lymphoma

FRM e, R A e B 7 4, 42 B 3], bk L 2%
240, KT SKER R4 10, 26.7% 19955 151 4% L
1, 73.3% 495 151 = PR T fige 1) X el

C. S A Subtype Site of skin Characteristics of Follow-up
ase o 8¢ (Staging ) lesion skin lesions (months)
1 Male 57 MF(TINOMOBO, MA) Abdomen Dark red infiltrative plaque 114, alive
> Male 64  MF(TANIMIBI, VB)  Both lower limbs  —iiered macular papules with 17, deceased
itching
3 Male 47 MF(T2NOMOBO, IB) Both hands Erythema with itching 70.8, alive
14.9,
4 Female 65 MF(T2NOMOBO, I B) Whole body A large area of rash erythema ?
deceased
Male 59 MF(TINOMOBO, T A) Head Erythema nodule with itching 50.6, alive
Male 65 MF(T4N1MOBO, ITA) Whole body Dry, rough, desquamated skin 63.6, alive
Annular rash-like changes with
7 Female 36 SPTCL(T3bN2MO) Limbs multiple induration palpable 54.3, alive
under the skin
Dark red, locally ruptured
8 Female 35 SPTCL(T2aNOMO) Right upper limb nodules, slightly swollen, high 18, deceased
skin temperature
. Erythema nodularis, eccentric .
9 Female 50 SPTCL(T3bN1MO) Limbs 73, alive
enlargement
10 Male 2 SPTCL(T1aN1MO) Bilateral inguinal Enlarged lymph nodes, 86.4. alive
lymph nodes tenderness, and fever
Broken, the central area is slightly
Il Male 54  PTCL-NOS(T2aNOMO)  Sole of foot S U DARCE S
little yellowish clear liquid deceased
exudation, tenderness
12 Mae 34 PTCL-NOS(T2bN2mo)  ishtaxillary Erythema and mass. gradually 14, deceased
mass increasing
13 Female 56 PTCL-NOS(T3bN2M1) Bilateral axillary Enlérged lymph nodes, about the 20. deceased
lymph nodes size of an egg, tenderness
3 J The skin is red, swollen, 263
14 Female 43 i PZ(aTrZI\?ZIIIVI ;(})311;: VB) Whole body desquamated , without itching, .de’cease d
and chapped feet
15 Female 8  HVL(T3bNOMO) Face, limbs i 91.4, alive

itching, blisters on erythema

455 :SPTCL, B¢ T RIS AE T 20 itk L8 s PTCL-NOS , A1 & T 4 i bk 288 AR 28 5 HVL, i 7 R o R IR 0 18 A PR3

Abbreviations : SPTCL, Subcutaneous panniculitis-like T-cell lymphoma; PTCL-NOS, peripheral T-cell lymphoma not otherwise specified; HVL,

Hydroa vacciniforme (HV)-like lymphoma.
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Tab.2 Primary cutaneous T-cell lymphomas frequency
and risk group n(%)

Category Incidence

WHO-EORTC classification of
cutaneous lymph (2018)

MF 6(40)
SPTCL 4(26.7)
PTCL-NOS 3(20)
Sézary syndrome 1(6.65)
HVL 1(6.65)
Risk groups

Indolent lymphomas: MF, SPTCL 10(66.7)

Aggressive lymphomas: PTCL-NOS, 4(26.7)
Sézary syndrome

Variable behavior lymphomas: HVL 1(6.6)
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BT 6 WAL YT 5 AT B M I T 20 M S A
(autologous hematopoietic stem cell transplantation ,
ASCT) 3% CR; 3 i PTCL-NOS H 3 v, 1 {9l 47 8. 4f
CHOP J7 &AL J7 , 1 Bl 17 CHOP J7 Bk & U7 I
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.2 hE R EKROHBIES . Ed
b, B A s 1911988 40 it 2% 35 CD3, 4 ] SPTCL (35 3%
ik CDS. T 4ff fitd g J5i P BT J 1 (T cell intracellular
antigen 1, TTA-1 ) . 5k B B (granzyme B, GB),
Ki-67 BHYE 8 £ 59%~80% , 1 9l HVL 35 JE A 4% 58
Kt EB % 7% BH 1, 1 1) CDS6 B 9% 1) & L T 40
it 52 A v e 1 A
24 HEfFHER

15 1] # 3 H, H 67 Bl U B TR 54.3 A4 H (14~
1144 H ), HB 7 0S Ky 5434 H , 47 PFS iy 10.8 4~
H 24 0S }66.7% ,2 4 PFS 5 43.9% (WLIE 1) o
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Fig.1 Progression free probability and overall survival in 15 cases of primary CTCL

TE: AL BAAE: B, G RAEAT

Note: A, Overall survival; B, Progression free probability.
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vs. 0% , P=0.002 3) & 3% { T 1= 28 1 30 & & 4
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Fig.2 Overall survival and progression-free survival by risk groups according to the WHO-EORTC classification (2005)
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Note: A, Overall survival ; B, Progression-free probability.
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Fig.3 Opverall survival and progression-free survival for MF, SPTCL and PTCL-NOS

Note: A, Overall survival; B, Progression-free probability.
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SRk PR KRR IR (primary cutaneous
lymphoma , PCL) f&&— 41 Ji & T Bz Ik (% 5 JB V4 NHL,
di 4550 NHL 1 18% , K¢ ik J& Ak T 1 I 1 i 5 —
LRI 5 H Al NHL AH [, PCL H 3% B 4
TR AR 22 o MR IR A0 R R R, W] 4
CTCL( /5 PCL Y 75%~80% ) F1 5z ik B 41 Jifd 34k 12 983

(5 PCL ) 20%~25%)"" . %F CTCL iy /5 FL /&7,
AR SCH 28 CTCL FEAT T, DA 55 1 AR B2 Vifi o 2
T — 25N,

CTCL " f5 7 WL 28 8 J& MF, 24 /5 CTCL &
H RN 509%~70% , & T A PCL YL 50% " .
I A~ T0A B2 MF A S B B, A ) Py 0 [eed o 1)
B Ik bk L 98 48 B A X 8 R R T T
Hwx, resiquimod & Toll 524 7 F1 8 (Toll - like
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receptor 7, TLR7/TLR8) L 8 ) , 7E T MW 5% h
873 H X R MF 0 681 1) i 24 %, TTB~IVB
i MF (B3, 48 B 48— S WU IR RG0R9T , T 45
B AL G B R R ERIG T, SR G e YT vk LT B
WAL TALIT o 4k A 2 E 84T (brentuximab vedotin ,
BV) i # [m] CD30 ML ER 259 , 76 2 i 5E
i s AR IR CTCL A 9 S8 387 %8, F 2017 4%
WAt BT €D30 FHE CTCL . [alAE , 4 177 4%t
CTCL % i 83 20 M 1 45 5 32 35 KIR3DL2 3Z AR 1y
lacutamab 1 . 7~ T 2R AL B9 $T 0 309 Ao oeg s g
AR5 6 6 MF 3, 3 B A7 AEAL)T , 2 B A7 I
10 56 F oA g 0 5 3 B A5 R G Ak gy, 2
FEWE, LIV B ) 8 35 DR g 200 422 A0 B 6 e 001
F eI I B TR S R G MIAET .
AL, IR YT B £ R R, MF (46 1 A o 01 J2: B
Gy

SPTCL J&—Fh# ZE UL CTCL, VAFRIA o/ T 4
it 32 (AR ¥ CD8+ T 4l i 32 1 K2 T IR i AL 8 UM R AIE
FLIE 2005 4 WHO-EORTC 43 25 h o H 5 o5 B4
)RR B R yST 41 Bt ik B 8 (cutaneous
gamma/delta T-cell lymphoma, CGDTCL) X T3
Willemze %5 " % ¥ SPTCL F= % & J ¢ T 4 41,
CD4- . CD8+ ,CD56— .BF1+,54F 0S } 82% ., 17%
1 Ak A vE I 40 M Z5% 5 AiE (hemophagocytic
syndrome , HPS) , H.JC HPS BENAEREEEST
HPS H # (5 4F 0S: 91% vs. 46% , P<0.001) , 5
SPTCL AN [A] , GGDTCL i % 2 K& B 7 fl £ K7 ,
CD4- ,CD8- . CD56+/- . BF1-,5 4 0S{L K 11% .,
A 4 B BE YN, 2 L P AR
35.5% 3 BRI K B AR FYK T 1 2 KT
S5, 10 R I, X — 45 R 5 Z Hi#E SPTCL
Hoh =G5 1 — B e — i TE Bk
EL25 37 JRAHAE 1/3 W12 s 191 R 246 K 22 5006 191 11
P S dk & HPS, SRR E LT, X AT 14
35 % 4RI Ak e HPS 45 Jm)— 3k, Z IR 9E A %
Frdh & HPS s FERBUEAR" ", B, SPTCL#
FILR A LA Be) 55 2 Ok SRl ) 22 254097, (AT B 5%
HEAF G E D IR NLAE N —LIRIr 29 . A BB
JE AR 1A A LIBT3 O E L AT R
Joa I R 40 ROTR U v B 1) N DY G R e A #
CR, A] W25 0 SPTCLAF 25 T A,

H AT A K Sézary £ 4 1FE A 2% CTCL A9 F 1ML
WY B, AR 28 PR R % CTCL . HR 3% 4D A i i B 57
W — A, B Sézary 20 9 . {EAS I A1 JE] i A

Sézary 0L A9 T BOR J& CTCL AR A 1Y , RN 7 fdt 5
R PR 5 19 A0 JE i Rl RE & B Sézary 4
Jiie, CD7 F1/E% CD26 fik 2 % Hoaz Wi A Bl
(>80% ) Fil 5 J& 4 S M (1009% ) 7', Sézary L5 AIE
FECE UK B 40 i ST AR AR 2, JE L CD4/CD8=10,
2017 4F EORTC B BTG IT 48 F 3 o — 4l 2k
TR ATE BRSNS R R R T RAIT+
S RS RSB A2 T ik B 8- F AN IR RO
A2 -A (ultraviolet-A , UVA ) BE& 4 BiR T 84k
KA T E-a /N5 EH Z S (methotrexate
MTX) . J&# £ & CHOP 535 CHOP fLJ7 , 55 %
PEVATT 25 (BTG HpT) SR T A, 5%
F BR B HT (mogamulizumab ) J2 55 — A4 #8 [1] ik 57 i
A 77 ¥ FH 38 4 (carbon catabolite repression 4,
CCR4) I A= il %), JL3E FH F A 1 52 B 1)
Sézary ZE G AR o AT AUHE 117 Sézary £5
BAE R, H CD4/CD8=97, CD7-, CD26—, Ifil Fi Wi,
B2 L5 5y Sézary A0, 12 40 M H A5 RN R G
A S L I0) B A A [ B 2 R 02 £ & ISCL
Sézary i A AE 0912 Wi br HE o B2 B 1 4l i
68.4x10%/L,, $T #% PL A& (antinuclear antibody , ANA )
FHE B 25 2 7 4 HE Ik B4 20 B 3 1% , FISH (BCR-
ABL) : BHY: 20 i £k 10, S48 58 )5 7 LL CHOP 4 A
iR MTX S 28 5697 A T2 5 263 1~ H 38T,
AL LR

PTCL-NOS Afig I A J5 & P CTCL i A — B B
HH e R e S 2R AY, H I PR i ke = U
EATRR AW bR Y . AN T IS fa] Bl 2 11,
B EHERES INA S G R R, 5% 4~6 A I AL
JP+ROT o X FIRITR IR CR I, T4k g S
A IE I R B ASCT L B4 25 WS, Fefrif ot
5873 Ji 8 200 L 2% T mTOR 575 A EAR K T — AN
TG TT #0512 — T % 82 45l PTCL-NOS #3511 4=
M R, B2 0T 19 31 B A 22 61 (71% )
AT CR, 232 P85 0 40710 36 1 - A1 10 1)
(28% ) 315 CR,{Hik CR H 1Y A7 Jos A= 47 91Y
J8AH o HiFY 194 H AL 13 B R A7,
() S AEHEAFRAUN 20%' 2 ABEFEH, AT o 95 141
(1 20% , K FH B T B8 2 Erfky7 , REER
R Ja BN B 4k 5 %8 (DU 3k 2R e . GDP) 2 KiR
I7, 3B IBET T, 24F 08 4 33.3% ., W] W% 1R
ZEVEE, WG 2.

X 51 F HoAts CTCL, HVL 512 M35 sh ¥ EBV Jk
YU BEAROC A R Rk I i XU . A 2R iR
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W SR AN T DS A D R A SR AR S, PR
BE NGEABHG T 22 . Verneuil ZEHIEFR >, 1ML
I EBV DNA 8 7R 15 s fin . 20983k
B 220 AT NK 41 22 75 (40 CDS6+) By R & L T
20 i e T Y R R TR T 28 1% . Sangueza S5 [A]JBPE
Sy MT T RE 35 12 1 42 32 Ak Bl LAY B HVL iR
HUL 8 BB EAEZ WG 5.3 AT Hn ik
JFATRES HVL B E BUG A R A %, Aol gEn
X1 8 4 JLEEAE H BB A& KA I T EBV-DNA
R P ET S, HEBER (+), % 4 LR R
CD56+, 2 V0 FI B e B & CHOP J7 R4 LI PUR F16
J7J5 EBV R &, 2 Bl 5 245 AP AR IS , I HVL
BE R ZIT TR K R A A

g b, R R E CTCL & — 41 57 5 M 10 55 Lok
W, B MF 5L & 1 Bz B CD30+ 7k 0 48 A 955 95 11
SPTCL A, HAth 37 0 57 HAZ 2840, H A 93697 7
LR K A TE R RAR A UL, R IR & M CTCL
FIZIRAFFEBRIR o ASHIF 5T 8 7 5 1 9k 0988 %) 1
Ja B AR ZE MR LR, O AR T R i R R
FIE, Ry s DA 5 0 B 4 R A e A R I T S S
7% , (RARSCR/FEARBESE , B S0 R AT
58 ELA B , UG K 4k S A2 1, LAY R it R
IR TR B
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