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1. EFRIEEEY V) (EDREY

2005 4F 12 B R S 72 B A Y > oV o WHO-

EORTC 47 (2005 4F) & & L 12, 2008 4 12 % 1f R i
W OB IEDIEE SN, B ¥ EDOBWE A
FEBEINY. ) N EGEOLEED Jatfe H O
FTFEL WY,

WHO 47%% 4 iU (2008 4F) TliE, AHE2ELT Y
T, AF A, Sv—h b OB B R R
Y UOREDSSHAIREE LTH 21Tz 57z, Bl
VY NETIE, JEFETE RS AT B AN Y 2 S (pri-
mary cutaneous marginal zone B-cell lymphoma) ®J5
%55 [primary cutaneous] 2SHIBR S 41, HisvMAL4%
WY voNE (MALT Y »78#) (Extranodal marginal
zone lymphoma of mucosa-associated lymphoid tis-
sue) ICF bz, /2, 2 TCD4+/CD56+
hematodermic neoplasm ( blastic NK-cell lym-
phoma) & I-FR X T & 72, ZDHFEDT plasma-
cytoid dendritic cell RiSRMINE & & 2 515728, blas-
tic plasmacytoid dendritic cell neoplasm & @ & X 11
7z.

[RFEMEREY 2 ) (EEDREY

8 T R - NK flpeD >) &
BEIREAE (Mycosis fungoides @ MF)
ERBPED/ U 7 b E TR
EOEMEIREAE (Folliculotropic MF)
JNY 1w MEEE (Pagetoid reticulosis)

Sézary fEFEE

527 B #lifigy ) (g

MRRIERHHIREE

PEFfERRathEELZRE (Granulomatous slack skin)

A T fE2Emss - U2/ BE (Adult T-cell leukemia/lymphoma)

BFM4RE CD30 ity ) UEIERE (Primary cutaneous CD30+ T-cell lymphoproliferative disorders)
- RREUEFEFRD{EAMIE) ) BE (Primary cutaneous anaplastic large cell lymphoma)
- Uv)\EEREZE (Lymphomatoid papulosis)

S TAERAiAR T #fgL) >/ (B& (Subcutaneous panniculitis-like T-cell lymphoma)

EobE NK/T flifgy) > ) (B, &89 (Extranodal NK/T-cell lymphoma, nasal type)

et kEERRD /) & (hydroa vacciniforme-like lymphoma)

[RFIER S vOT #fzL >/ & (Primary cutaneous yd T-cell lymphoma)

[RFM4ERZE CD8 FFItHE T RN ARG S T ffa >) (&
(Primary cutaneous CD8+ aggressive epidermotropic cytotoxic T-cell lymphoma) *

[RFEEMEEZE CD4 FZ1/\ - chilfaz! T Rz >/ i
(Primary cutaneous CD4+ small/medium T-cell lymphoma) *

R T MR ) g, FERE (Peripheral T-cell lymphoma, NOS)

HERRESE Y ) RO EISV s D ) i (MALT U > (&)
(Extranodal marginal zone lymphoma of mucosa-associated lymphoid tissue)

FRMEERERFOY >/ EE (Primary cutaneous follicle center lymphoma)

[REMEBOFAMANREE B ) e, TRA?
(Primary cutaneous diffuse large B-cell lymphoma, leg type)

MERAMAZE B #i2') >/ & (Intravascular large B-cell lymphoma)

FERM BRI MIRES (blastic plasmacytoid dendritic cell neoplasm)

*ETERRESEN, T WHO HEETIRUFAMEREIRE B ffa) ) g, FFRRICZFEND.
(WHO-EORTC %48 2005 F7%ZH & [C# WHO 48 2008 F D& ZiRA)
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B (Patch)
BE (Plague)
fE%E (Tumor)

BASHFEED LN D PEBDEVRET, KESIFENDIEL. BRER, §iF, MR PEEZHDIENHD.
BD LD PREDHDRET, RETEF-DEL. BRERE, BE ANTPEIMREZH D CELDD.
Tom BLEDANZIHEWN USSEIMERZE D, BB UICBEC, REUTCIIEESANDEEZRY .

transformation

(BAE, ISCL : International Society for Cutaneous Lymphoma D#gIg)

HLRZAE AFRERED 80% LU EDFE UTATBHERE

HLEZAERY O D RIMRFHERZ HDIEVKLEAE
EIRE P

Sézary Ef&RF BRIRHY(CBA SR IR F RS Z 4 D FLRZAE

(FERRA)

Large cell

MU ) GRD 4 B EDREY ) GRDY, RERBIBD 26% LI E(CHSNDD, ERMERIC/)\EEHR(ICIE)E
UCTWDIREE. CD30 ZHEICIED CEHEWLD, BEABHOND.

(Diamandidou E et al, Blood 1998 DES)

2. FAsEEDESR

WARBWAER Sézary FEERE A RK L THHH ) ~
ISED KRR 2 ReiR Y A MR ICIE T v AR
BHLINTEA H—3hHEZHZITUE, IE
WM ERET LI LI TEY, FEBITICHIES
D& %L A ISCL ZHLIZ L TUT O & 95 I
EFLT KHAFIA VIO ZOHGEERZRAL
7z.

HAREREDKLIE (patch) & AT (plaque) 1%, F&
R B VIHFHOAEIC L > TRIEN S, EETN
X, BEWREOKRE SR, MK R IR @A EH
ZATWwWhnZe, Bu—HWEEsFARTHIULRIE
EEZDLIMTHEY,

WIREWIED [HER ] W E0EFHKIE, 1em M ED
JEIRPEIRZS, & % IS &t D R CHEE £ 7213
WEGHNOHIEZ RT DO L EFRIN. HBEE R
DRT LD %) ERREBRED X9 & BB MR
JER A SIS N 2 LIk 5.

FLRSER, AKX 100% DRZEIRZE % EWRT 5 %5,
U Y SEREFTIELT LD 100% OWETHRLTHH
MAb% R SIEBIDA S5 720, REHIFED 80% DL E
DIRER S o THLEIE & EFS e,

Sézary JEBEREL, FIEEBH S RAMILZ AT 5
THIREY ¥ ETH 255 TS 2% ] BIEIZDOWT
&, BOEOZ WA Z & ) vwh T, B0, Bl, B2 #:# % %
MLT, thil ORIIEEZSI) OXH)ITHERIN
72,

R OWIREAIEDZWIFEREIZOWTIE, R R
WL ORFAERINTVS, FHREERLT [H
W] LW IRAERRT S, HDVIEEIR - WAL
FINIXP DO E 2 ER LT [WIREAWRE] @

HEATANRD THEARD, BT 26L& 525 WEND
%. Retrospective |2 LKW TE 2o TIRERRICE
WCTEHB TR WD, TR E PO 2 2k i
HRIB &z,

BUIREASE LS large cell transformation (JHFEEFHRD
KEBW) 2E7232L0DHY, FHERAROIA V&
ENTWD. IEHY Y735k 4 5L LK & S Dl
HIREAS, M D 25% L EOYE R, BMEEN I,
MR A R TG L EFR SN, CD30 IR S
TENLCDLTLOBEETH 2 LB L. RIRE
WIEICA DN D) Y SEREBEREBICALNS
CD30 ko KA i3 & large cell transformation
ERFIES> TE D E) PIEHEICE TV RN,

3. RHDH

1) EIRENIE - Sézary FEREFDRAASHE (ISCL/
EORTC 2007 £, 4512011 )

BUREE - Sézary FEMBERE O, Bunn 57,
Sausville 5P DG H WV BT & 7225, 2007 412
ISCL/EORTC - 25/m S ¥, 2011 4EICBIE S
727,

PERDGFD S DR E LRAE R, 1) MEAT oW
W, 2)) YEIREDRNTH A, KAHILOFEA)
VORERE RO L HITB, CRAEILY ¥ 88k D 5% LI
T), B CERSILY) ¥ 738k 5% %82 % DS KA 12
1,000/uL ), B, GRASILAIZ 1,000/uL BLE) & X 31
L, #LEZHEICHNR T B, B8 2729 b D % Sézary JiE
fEfEE L7z, B, 2213, floweytometry (FACS fi##T)
\2T, CD4/8 It : =10, CD4+CD7— : =40%, CD4+
CD26— : 230% DV Ihrx{llzddboLdh
720,

Y URFIREIZDOWT b —E Nz ) UEHIoOKR
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EWASPYE - Sezary fEIRE¥D TNMB 7348

T ARERED<10%

T1a (patch f2l3), T1b (plague = patch)
To : (AREBED > 10%

T2a (patch 72(F), T2b (plague £ patch)
Ts: BRI 1 REFCIFENME
Ta : #IEZIE AKREED 80% LI EDFEAET DALHE

No : BRERAYICER U V) ETE L. ERFE
N1 BREARRIICESE D )\ Eid D .
#ER=H9(C Dutch Gr1, or NCI LNo-2 [CHE2 %
Nia : Z0—MHEHEEL Nip @ 20—V 14%85EdDD
Ne : BEPRIVICEE Y ) EHD.
HE#ESAY(C Dutch Gr 2, or NCI LN3 (CHB2 *
Nea : 20— MEHEIL L Nop : 00—/ H18IED D
Nz : BREARMIICERED >/ Bk D.
#ERR=2H9(C Dutch Gr 3 ~ 4, or NCI LN4 [CHE24 *

Nx : BRERECEED V) (Eid DD, MB#NESRLEVD, T2
EN DD TELL.

Bo 1 281U ) ERHFRMMmY >/ ERD 5% LI
Boa : o O— 4188, Bop @ o O—/HIBIERSG %
B1 28U ) ERAEREMm Y > ) ERD 5% ZBZ D h, B2
B2 ) faray N AN
Bia: O—HiEmERYE, B 70— HiEiEE M

Ba: Sézary #lifa (/ O— > 14H85ES D) HiRMEMm+(C 1,000
fE/uL A E. Sézary #EENUTOIERD 1 IBE =&/
9 :CD4/CD8 >10, CD4+CD7 — ffii@>40%,
F/cld CD4+CD26 —ffifia>30%.

S HA T N M B
IA 1 0 0 0.1
IB 2 0 0 0,1
oA 1~2 1.2.X 0 0.1
B 3 0~2 X 0 0.1
MA 4 0~2 X 0 0
mB 4 0~2 X 0 1
VA1 1~4 0~2 X 0 2
VA2 1~4 3 0 0~2
VB 1~4 0~3X 1 0~2

X ERREICEBEU ) (EEAN, HElEnI(C
SRS NCTLEWVD, 5216 N DREA TR

* UZ)CEID NCI 9% (B 1EE%E)

NCI LNo : U/ (ISR ) BRE L.

NCI LNy @ 4, #IAZMSRELD ) GR (ERZESTELY)
NCI LNz : 2#0EEY ) IBRFfld 3 ~ 6 HifaD/\ &L
NCI LNz : 28 V) BROKRESERED DD, U V) EHOE
FIESIIRND.

NCI LNa : U V/\EBE N RED ) R T SR B R (C

FOTEDHNHDVEITRICEBREIND.

Bord bz krsEEMaTE SRz SN gE
12, Ny W&, stage IVIZHHE NS, 1) V3K
W RAHIIZ I 233 > T b /MR R RS R E OB &
WIE N IEBR L2,
2) EREIE - Sézary FEIRBLINDRED /&
D TNM 93%8 (ISCL/EORTC 2007 £)

WAR B - Sézary REERELIAL O ESE TR E )~

ISCL/EORTC hi#dE g DA I h DIRE

. FERSEIEEIREN & B RIEL R

2. ERRARE

FAHMEREY, [MBEE{LFEE, s LDH
BISHBNUEFAEM flow cytometry &

3. BERRE*
BB, FEER, BBOER CT )&, F/cld FDG ZAWL
25 PET

FREREVEILD DN CT B H DV IFBERIRE
RERER CT (T D1EEE LT PET/CT
4. BEEEREER]
WHO-EORTC % %8 O intermediate H* © aggressive
[CHFEINDRELTEIN
Indolent DFFE ) BEICHEBITNEREH, DRI
W CBINDEIINUEARE
5. BRAREGEINICIH U CGEIRE
*IRT Tecm ZiBA 51U V) &P, BHSHIC PET & TE
}END S ) EFHEBIREDICH [CERENT NE. (FREE
RO EHERDFER LY.

PSBEIIE, BZIM RS & Bl % o\ L 72 TNM 4378
MWDo 728, 2007 4£12 ISCL & EORTC 1%, #Hi7z%k
TNM 3B %2 5E L7, Co5HRBREOIENY %
RTTLIITETH, SFSERMANETEN VD
72012, WMSHEIIRENRTEL T, FRMOTFHE
L Twiew, ik, 77— 7 OfERNED ShTn
BHY, Gk, BRER 2 RA LIFCHRBMTOF#
T 2 BAT L, WA RET 2 LE D 5.
* ZDMDEE V) \E - EMREEDREESFE
HiAM NK/T i) »oShE, 570 L SRRk 2
REBEIRAILIE S, & Kim YH & 0 TNM 458 A% wl
RE7278, ARFCidmgEE e H, Ann Arbor 4038 (F D
IEIERR D Cotswolds 7304H) () ZHE_FH W TR A
HDHOSNTEZOT, JIEE LTRDY RiF7. wisa
NK/T MY > 5HE, SN, 8tk > o8ilEe D44
DOV YSEIZTEENTE DS, FRIAT & HAEEIR
XERTHEERT, REME PRI STHNh5Y.
AT ML AL - VU > 28 (ATLL) 122 W T i,
Tiis o @tk U o5, B (TR EO
45DV DIEL VSN T W ABED, BZHDOAIIIHREZ
T 5 [REM] ATLL OE#H WM OEHIZ W
A, REREDOTERP P HE IR D155 & O™
BHY, BFREDILDY 723 TiE AL, KRR
LR EETH 5.
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EMARPYEE - Sézary AEIREFIUNDEIEY ) BED TNM 548

T:T1

T2:

T3

N :NO :
N1
N2 :
N3 :

M MO :
M1 :

| BROEERE

Tla: &#F%0DKE  <BE&bcm
Tib: &#FODKFE  >B&F bcm
FREMRERE | LFRMERED 1 DIFVUER Uic 2 DOEMAEEMIL * [CIRB
T2a : INTDREBMNER 15cm FEOAFEEZICZEFND
T2b : IRNTDREIHMNER 15cm 8T 30cm FaDHEEELICESEND
T2c | IRNTDREFHMHER 30cm DOHFEEZZIBR D
INFEMER R
T3a | LRMERENIEERMED 2 BHEEFHICRSND
T3b : BRMREN 3 BAREEICHSND
BANB KUREZNICY V) EREFL

CIRESDVIELEIDORERZED 1 DOEY 2/ ERE DRZE

BEDDVIELBIDRERZED 2 DIEV ULENL EOFREY ) EhitEERZE
AR CREEM) U ) CERRZE

BZESHTIEY ) (EfRZE 72 SRR

FENCIED V) \EREZEE S D

* NFEHESR

T PHEDTcH DA

HN SHEHHD

C M

LUA £ Lk
LLAH Zeqiifi & F
AG JEHS & R
LUL /£ KJi
LLLF /£ Rt & 2
RUA 45 bf
RLAH A & F
RUL 4 RH#
RLLF A7 Fhi 2 j2
UB L5
LBB 1L

(3iik 8 2B 51 H)

=MD ) EDREASFE (Cotswolds 948 1989 )

18 B—0U)\ERE, $£—0U)/ G (Waldeyer #w76&) (1)
FlelFBE—DU V) EHRE (1E) DVTNHICFRE
I8 #RREROEUAIT 2 DI EDU V) \EnEEl, U ) WEomwz (1)
FIEIIEBROBRITOEDDY V) EEZNICET DU EDDEINRZE (IE)
REDS DU ) EEISEZEE (B 12)
- fEFRODFRIEBFIY > JKERIFZNZNO EDOU 2 ) ENRE E T
MH HREOEAIICHITDY ) ERE, U HEBORE
I #REE N EESICRE (i, REPIEs. BERE, PIIRU /) ()
Mo BWREETETEBICHLS (BRI BE, BERY ) )
BRZE, EISVRZE. mEFZTNTNMs, ME, MIsEDKSICEH
VE U)o, fEgs (EECiRED ) WElTh D, CITERASND) NDURAMEN UIERENE
=HEDSBHET, UV EREDEREEDEN
- BRBICESIEROBRZ N
A 2BIERDEVNES (B TA)
B 2BERNSDHE (B VB)
25ER : OFmRmE1 6 ABRIC 10% L EDREFRADEERL
- bulky /% (BFEAED 1/3 LLEDHRERE, ZTOMOBMIO 10cm MLEDER) ([ClF X ZD138 (1 IX)
CEMERZICIEFEZDIFD (B TE)
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4. TR

1) EIRENIE - Sézary EIREE

WAR B - Sézary K RE O W W1 548 & 7 R BT
2, INETELOMEHICLoTHINTE W
BB (2007 42) 2B S Nk, AL %k
E2 o FRBHTOMESZ I TnE (K1,2)7%.
ARIF T stage [ITA DFHEDHED T L WS, EEOHF
HCTldstageIlb ERIL LS B FPHELoTWD. FLK
FERI D) VSEOBZWIE LIELIEWEETH 0, WmifgsT
BT BEHOMWENRE L > TV LR D 5.
ZNUMNOIFMOEFFIT L L —FH LT, EED
R 7 P RRIRATRE R A LIRS (R D, BIMEIR
HAJE (stage IA) @ 10 FEAEFHIZ 90% L TH D,
B RAEGERIZNY TH D, 10EOBRTH
10% DBIHHETS 5755, D 13AETH . Stage IB
TYH, BUNES I LR CHE L TRELR T

2) EIRBNIE - Sézary FEMRBHUNDREFMERE T/
NK U Z)\EE

WIREWAE - Sézary JEBERELISL DB ) > /3 JE IS
DWTIE, 2007 AEICIE LO THEDID ) 2 EHT 5
72O DFHGFBFHERINTDY, L b ELMOR
BOLHTH Y, mUHE PREZLT LD HEE
F, SAEAAERIIRIHI TR E SRR DT 2)",
5l % DIFI T PRGN 24T o T RED D 5.

wRit, EIEVERZE B MY PN EICBWT, Hriw
I E T & OB DN R HeE S, B
PR B 1 IR 2 faitis B AAG 1) > /i & 55 B i N
MY > ST, S E MBS RV, TN
KA B Mg > /8 (PR TR0 5
RANIE (= y A=Y (i

F 72, 20054 WHO-EORTC Z-# T, [ EIs 1R
[ | DEFEDS, [FBWIEI Y] 2 Wk X o T B2

ThHb ) HHED LIEHBHREZF T 5
satge IVIEBITIZ 5 EAEFE 18% TH 5. 2 BEIREWIE - Sézary ERBEEDREIRIRBISTRNETR
£ (n=1502) Agar NS 5 29
1004y IA
1 AFBICHIFDERENEE - Sézary FEIREFDREARIE 3 N —-1IB
%% (n=100) Suzuki S 5?29 o o [T e
& 801 By —— TIA
1.0 e TATIA A s |4 ™ ——IB
—_— g !1. L VAT
IB/IA— 2 5o ik R —— VAD
081 B - 5 |: "E-L —_ VB
_ 1B/IA | lma 5 T T
= B ) I T
EO.B I\ £ 40+ | I-L_‘ l_l._"l-_,_|
8 8 L R
£0.44 S L e T S S
G204 i o4 -
0.2- l——
'1IB 1L _________
I\
00 YR ' ' ' © 5 10 20 30
0 50 100 150 200 250 300
Time (months) Time Since Diagnosis (years)
x 1 EIREIE - Sézary FEREEOREARIFHE Agar NS 5 29
Yo HA IA IB oA B mA B VAT VA2 VB
SFHEGRE () 355 21.5 15.8 4.7 4.7 3.4 3.8 2.1 1.4
5 F4FE (%) 94 84 78 47 47 40 37 18 18
10 FERFEE 88 70 52 34 37 25 18 15 NR s
20 FAFE 73 52 a7 21 25 NR s 15 3 NR s
EERFREN b F47%F (%) 98 89 89 56 54 48 41 23 18
FEBRFEMN 10 FEEE 95 77 67 42 45 45 20 20 NR s
FRERFEMN 20 FEFEER 90 67 60 29 31 NR s 17 6 NR s
RIREITE (5 F) 8 21 17 48 53 82 62 77 82
RINETER (106) 12 38 33 58 62 73 83 80 NR s
RIRETE (20 F) 18 47 41 71 74 NR s 86 94 NR s
NR3* : not reached
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=2 HEYUV/I\EOREATFER WillemzeR5 D
R2RE T #AR - NK #RpaD) > & 5 F4ER
EIREAE (Mycosis fungoides) 88%
EIRBRED/ U7 & FhEl
- EOEERIRENE 80%
Y 1w MRIEHEAE 100%
- NEFRERROR R 100%
Sézary fE(REE 24%
AT ffgammxs - U GE NR
[RFMERE CD30 Bzt ) BIBiE
- [RFEMRERD AR > ) 95%
UV )ERERE 100%
2T AERfeaR T Ay > ) (@ 82%
SV NK/T flifa > ) Vg, &5 NR
[REEMERZ AN T ffaD > ) iE, IEEE 16%
- RRUEBETHEREONE COS R IEMIE=E T Mgy ) & 18%
- FZRE YOT Ry ) (i NR
- [RFEMERE CD4 FZH/\ - iRt T #fa ) > ) (@ 75%
& B fifa ) > ) &
[RFEMERE DG B g >/ BE* 99%
[RFEMER BRI > ) E 95%
[FRMEEBOFAMEAMEE B i3>/ BE TEE 50%
[RFEMEEUF AL B #fa) ) kg, 2Dt 65%
- MEMKHIRRES B fifz >) (k&
MARIEFHREAES
CD4+CD56+ hematodermic neoplasm** NR
*ESMEOEE Y ) E (MALT U E)  * *IFakitfe EilfaseiiizEs (WHO
938 2008)

3 BAT#ifEEmR - U2/ BEOER TR

10 Clinical Type
—Acute
- Chronic
08 - —Smoldering
—Lymphoma
§ Primary cutaneous
2 i tumoral
> 06 ;
________ . S [ + Chronic censored
] 0 *+ Smoldering censored
by = + Primary cutaneous
 — N e 0.4 tumoral censored
O >
@)
. l 0.2 1
T T T T T T 1
0 20 40 60 80 100 120 ]_|
(mns) 0 | !
e %’I‘iEi[ﬂlfﬁ?:” — s 2R J —o— Jv) (’Hi’:*.% . . . . .
P BE @D T = YB A i — V0D AL
W EhEELY A R <gRbEY 0 50 100 150 200

mWEeERs o

Months
Bittencourt AL 5 20

BMTIRED v & S, RO X 51216 1 H 0%
TREIHIIRER ] E W) HIRPHIBREE N TWw 5.
COEEY, SHROTERMBINEEZS 2 5.
2)-a BAT fifgame - U2/ \EE

B T AL s - U 28, RIBRRR, dhk
770 AH6 N ) THERFEEIC S o, BROT
BN 7 —513Z L <, AERT 7 VIV TREBIERAD

HEHOOLNTWD (M), ERKELXHT 5
ATLL B L W ED 2w ATLL BE & g L 72
Yity, <3 ADE, BER SMRICBWT, KRR
BDhHHEHETHBITHEARTH 72, ATLL D
BB IR M AR E, BR, R, Z%EE
R, AGEIERIEY, RLRZRETY, SRBERNCSMT B T AT
EBH, TNEThOAALEHIM P I (MST) &, 1884

1520 HEz &5k 1122 (6), 1513-1531, 2012 (P 24)



BERE ) ¥ oSERBHEATA N T4 ¥ 2011 AEETIR

7%= 3 ATLL £# Cox OHI/\ T — REFIVEZENUZEZSMHEN
BB LB BT
HR (95%ClI) P HR (95%ClI) P

BRERTY

2R 1 1

) CpEsY 0.5 (0.1-0.8) 0.013 0.9 (0.3-2.5) 0.852

=il 0.1 (0.3-1.1) 0.082 0.4 (0.1-1.4) 0.167

<IRDhE 0.1 (0.1-0.2) <0.001 0.2 (0.8-0.6) 0.002

2R

bl 1 1

IS 2.2 (0.5-10.9) 0.321 1.4 (0.3-8.0) 0.680

fhEnAEREEY 125 (2.7-57.1) 0.001 8.8 (1.6-48.0) 0.012

HIRZAERY 68.4 (11.5-405.9) <0.001 21.2 (3.0-150.3) 0.002

LREPR 4.8 (1.0-22.6) 0.045 3.5 (0.6-20.1) 0.159

B3l 7.1 (1.1-45.7) 0.039 6.8 (0.9-563.7) 0.071
Sawada Y 5 22

4 BEREFERDEAMEEY V) BDEmFE Benner MF 5 27
107 11(n=80) 107 %
‘_“LL“L‘ Legs not involved (n=103)
1 T2(n=37 8
5 08 12(n=37) o 08 W —
a T3(n=18) 2 Legs involved (n=32)
> n > .
o 0.6 o 0.6
) (]
2 =
@ 0.4- @ 0.4+
3 3
£ €
3 3
© 0.2 O ool
P=19 P=.007
0.01 0.04
0 20 40 60 80 100 120 o] 20 40 60 80 100 120
Follow-up. mo Follow-up. mo

A A, 1149 7 H, 1735 H, 1734 H, 304 H, 44
HATEEICRLZ > TW?. 79I MRS HEEKEIN
TIRMT S IZIZFAEROMIN TH - 72, ATLL DR
%, MF/SS @ T stage # B L T35 &, 204
FWE g, T1 1926 7 H (MST HERED 72
DELFIIE M), T2 4794 H, T3 173 4H, T
4 307ATHY, MF/SS £V b FHARTHLZ L
ERLZZ®. KB EAETAHATLLEEO TR EZ KT
BN T CEHERMBNITT 2 L, BRI TIZITRD
RSN L2 FHRRIFRTTH Y, BB cldkb
BRI KBERIAVH. L 72 FEARRTTHAH &N
HEZHRoTWB,

2)-b RFEMEERDMEAHEY ) i

JEZEVE B T R L RMIE ) > 8O 5 AR AR
90% P& T 2WMENL L, A TPRENLHETH
5. 2007 FFICHENE S N2 HIRBAE - Sézary i BEAE
LMD R G ) ¥ 28R DT NI % F V72 fEAT
A5, AEE T U XD s A (K47, itk
%L e AR R 5 A FERIE T, T2 T93%, T3 T
T7% Tholz. Tz, THICHEEZAT AREROIRE
FEEM 5 AEETE (76%) X, THITHWED 2 WAES])
(96%) & A THEIAEA > 72, AFTid CHOP ik
BERENE = MU R A E L7260, ) Vo3
BILUONBEEREZ £ L2 TRAREN 2 2GS h
TBY, BRI D SAEFREPMELAT DD 5.
2)-c B THERA#EAER T #HfaY ) i@
WHO-EORTC 4T & SPTCL % of T #ll 2 o K 1
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HE W 3p

WEEZA T HMMMEE THICL ) Y5 lE e e
FLTHBD, 5 FEAMFFEIIH 80% T indolent HEIZ5HH
ENTVBY. BINOLHEIZ X % opf T MO EIHIE
H a9 B 63 BN T, 5L 82%, K
BRI S SEAGFFIZ% Tho 2%, MIRARIE
% (hemophagocytic syndrome : HPS) % 4 U 7256
D 5AEATEERIL46% TH Y, tEbRVIER 91%) &
HARTPHARADZ v (X5).
2)-d EiSHE NK/T fiia > ) \ig, S5

EB 7 4 )V ABE T/NK Mg ) > /S, S0, ARH
REDIT VTSI, RO FHRENT— 5 &
Z L, AR TOREFERIED SN TS, &EL
NVORENER SN, TOFHRBIVBAT I (K
6)2%. 24 ANICA: il & L 2IE B AN R %
MO LN, ZORIZAEFMMS T Z v MTRY, G
P L CRTF LA & 2HPFET S LI3EH

5 R TEERRRRER T fHigy ) \BED4m Tk
Willemze R 5 28

Overall survival SPTL-AB

0.11 HPS negative (n=52)

o
o

©
P

HPS positive (n=11)

Cum Survival
o
£

0.04 P<.001

0 12 24 36 48 60 72 84 96 108120
Duration of follow-up (months)

T 5. 20X RfEBDS, RISE RO, HH#RO
KRN DNE G B DN DRIz D, HEAN D S OFE T
&, REZFITREDRRR L TR, KEB X
O Z DM EZIREDAETET B HER, 5% NK/T
MifaY o EL D S RIFLZFEREZRLTWEY. At
DOBITIX EB 7 A )V AR P25 68% LK<, T Ml
KA 14% GFENTED, KFEHI L ZBETRPRLR D
CLITRBIRETH .
2)-e FIRUFEEMBEKEIKHMIRES (blastc
plasmacytoid dendritic cell neoplasm)

fEgs Mg, CD123 (IL-3Ro ) & TCL1 (lymphoid
protooncogene) A3k, plasmacytoid dendritic cell
HkEZzoh, VI MEOALT I —hoinsg7:
DI RO E o7z, KEFHTHY, +o%F
BIBNT DR SN TW AW, K 7R £ 9128 E
T 17 A HT, SFEEGEEE ENLWVIEEICTFE
DENRETH L.

Bekkenk & @ 63 SEBIOfENTTIE, BT 2655

H7 ZFERMEREMREREIRRER LS TR
Suzuki R 53D

100
Leukemic BNKL
80
Blastic NK-cell lymphoma
60

407 P=0.33

% Qverall survival

204

O T T 1
0 2 4 6 8

Blastic NK cell lymphoma :
blastic plasmacytoid dendritic cell neoplasm & [El%&

6 EighE NK/T #f8Y >/ BEDEmF#  Suzuki R 5 20

100
Nasal ENKL
< 80+ P <0.0001
- Stage I
2 60+
>
5
2 404 &\
G \ = . . Stage I
% 20 Stage I
. » Stage V
O T T T T 1
0 2 4 6 8 10
years

Extra-nasal ENKL

100
’\8 80_ I S
g Stage | P<0.0001
£ 60+
>
5
9P 404 || sStage I
© Stage Il
g 201
L Stage V
O T T T T 1
0 2 4 6 8 10
years
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<, PIIESFERIL 67 (8~89ik) TH Y. B
BFIZ TIZ46% OB TR 2 8o, FEHEPIg
72% THBREAEL 5. CHOP BESHWHNE 2
EDL VD, WWHAIRIZZ L L, PRI R RS
IHEDREGITIIR 25 A ATH Y, REIMEEZHT 5
a3 S HIZH.

2)-f [RFMKE B H#ilzy )&

Bl Y > EOZMAIEDTEE L, ZNICHERL
TP RBNIHE S TWw5 (F£4). K& < indolent
& intermediate #1253 5 2 L ASUTRETT, HiH 121X
follicle center lymphoma & marginal zone B-cell lym-
phoma 234 ¥ 1, # & 21 diffuse large B-cell lym-
phoma 25 A %%,

B2 B iz > (BE

&4 JRFEMERE B HHiEY V) (EEORELE T Senff NJ 5 32

(RFEEMER EDGETHY > E)
(RFEMERERRFROY ) FE)

Indolent clinical behavior (FEAECATFRIR D EFEAT)
Primary cutaneous marginal zone B-cell lymphoma

Primary cutaneous follicle center lymphoma

5 xR
94%

87%

(R EAIREM B Rz >/ (i)

Intermediate clinical behavior (FEAE CAEFRIRIN B &A1)
Primary cutaneous diffuse large B-cell lymphoma, leg type
(EEBUFA MR ) (E, TEEY)

Primary cutaneous diffuse large B-cell lymphoma, others
(FREUFAMXMEELD > )R8, Z0D1t)
Primary cutaneous intravascular large B-cell lymphoma

37%

WHO-EORTC classification for cutaneous lymphoma, 2005
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RHRMEREY 2V INBOREA A RS

1. ERMEEVUYNNEDEZE7ILIU XA
(1) REASDFEET
FEFRMREEY ) BEDEZE DN
M2, FERFIRZA ORI, PR

75 PR G - SR TR « (T AV ARRAY) - GlAS T RUARNT) BT R
41X WHO S3HEFARR (2008 4E) | HEHL

! ! .

T/ NKAIKIHED <18 | | Bmmv.~m || zom |
BURBAE | RO | BRATHIR | Zofho Hishrk T Hp I Blastic
fav o SHE | A,V KA RS | NK/THER TR LY | OFEAMER plasmacytoid
Sézary Nl T flfEy ] DA N i E ALY DC neoplasm
SR B¢ T REMG ik i yi] HisMELkE | CEERMEZE M
SRAITHIRR Tl Bk LINPAY (F B8, He A DR e
PEYL REARY Y S E ZDfth) JE455)
RN (BAEWR, BREATA, BRIRMIGMRE, mifg2 UT U USHiIER, BREERIZR L)
WHEISE (TNMB) - JREIZN O EhE
TNMB 55 B A - Sézary SEMERT: Ann Arbor / 1#R U AIJE - Sezary SiE Ann Arbor /
K . 1T ShE % BERELISN DR JEY /%
(Olsen E &, VSO BLEY 7R TNM 5358 Cotswolds & TNM 43% Cotswolds
Blood 2007) (Kim YH 5, Blood 2007) SR (Kim YH &, Blood 2007) SEE*

:

v vy vy !

JRFENMERLRG U o /SRR R

ko FIAMAENK/TMIfR Y o5 fE, @I SEERVERE RS (28, Kim YH 5
DOIFWIFEN IS TE DD, ARFLTIE Ann Arbor/Cotswolds ENAWVSLNTWS. [WiE
BiL, ABlICBW L, TZofhofEfl) & L CRRE L.
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2. REMEEEY VNNEBEOEZE7ILIY XL
(2) HRBD;aEEH

1) EREWIE - Sézary FEIREFDiaEEEE

EIASPYIE - Sézary fEIREF DiAEIES

R MFSS-1 MFSS-3 MFSS-5 MFSS-6 MFSS-4
D
70— - - -
HEHRE D MFSS-2 MFSS-4 MFSS-7
% B
=1 (MFSS-1) 5®HAI, DA [CHU THERESINDE—EIR =2 (MFSS-2) JREAI, DA [CHUCHEINDE R
DEFREE @ ROBE

Mt HESZEE cQ TR HELSRE caQ
FREREEE (FRE [A D) Cl cQil *TSEB® B CcQ6
2704 RABESL® B cQ2 T hUFF—hbe B-C1 cQ7
ACNU AL © Cl CQ3 IFN-gP-d B-C1 cQ8
BB-UVBP B cQ4 IFN-y° B-C1 cQ8
NB-UVB B cQ4 RePUVAP B CQb5
PUVA B cQ4 IFN-o.+PUVAPA B cQb5
SRR RIS d B cQ6 IFN-y+PUVADP B CQ5
= MEsAEE U TRIR U BFE SRS U VMES I35 {LPR0A © B catl
[~TAICHUTHEINDETERDRE (F2 MFSS- * 2 BB TR total skin electron beam
2) Z{IDHIICHDE—ZIRDO BB ADBEILZ &1 . aVERAERZ 4 S LEEORBEORVEEHE, RERET
D JRER 1A/ 1B THIBIER FEOEUERENED D large cell transformation H
CI\EBE, IR R ENIRE IB/IA (T2) ICWULTIE TSEB BAZSE—
d Unilesional mycosis fungoides &2 W3 EEDRZEH FERELTHKRL.
—F 3 UCBHBENICRBLTWLSD "minimal” 58 bLHEADNERBE (B, REBRG CEIOUEEREA
HTA (ST 2IRAENES, BIUERBEDEVEHE, BER fEH DI large cell transformation AR NICES)
BEELUNDBPTEAICIENEDBEICKH I 2 mBMiEsT [ClFE—EIRELTHELL. BRMEE (ThUFF—h,

[FN-o., IFN-y) (83052 LIE PUVA & DS BEEDM,
PUVA LISADBFTEEE DHBHRETT 2.

CThUTF T MAREARROTYHE SEEELS, A
BEZIREN T D.

9 IFN-o BEAIF AT T DEMRERDAEL.

¢ BITEED KU BRM BOAICETMDRE [B/TA [CHT D
FEER.
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%3 (MFSS-3) fRHAIIB [CXt U CHERET NS E—EIRD

x5 (MFSS-5) fRHIIICK U CHESNDE—RRDA

AEe

B HESZE cQ
T2 BRM B L BRTEED G
BRM &%
T hUFF—b B-C1 CQb,7
IFN-of¢ B-C1 CQ5.8
IFN-y B-C1 CQ5.8
BEESA
PUVA+/— BFhETHRIRET B CQ4. 5,6
[BETRGT RIS d B cQ6
*TSEBe B cQ6

* 2B FEETR total skin electron beam

3 PIESAEIC IR LIEWISEEABIRTIEDRE IB (W LT
HMEINDEE (F4 MFSS-4) ZETS5HIICHDE—REIR
DBBEDEINVEIRTT D,

IFN-o. & PUVA DHBBEDHEE(E B, IFN-o BAIFA
FTDEREAZERND A ELN.

© IFN-o BEAF(E IFN-y BRI A SE—RIRE U TH KL,

4 RBMHDIEREICI T D ihE MRS

CRZ DEENMAEREED 10% KisDIEa, TSEB L8
JHZEHE—EIRELTHERL.

ﬁ a
Pl HEERE ca

*ECP+/— IFN-o® B CQ9
**TSEB+ECPP° B cQe6
TED BRM EA L BRTEADHHA
BRM EoX
- IhUFF—h B-C1 CQsL. 7
- IFN-gPd B-C1 CQ5. 8
- IFN-y B-C1 CQ5. 8
BEA
- PUVA B cQ4. 5
- TSEB® B cQe6

R HALZEDE extracorporeal photochemotherapy

** 2B EEETR total skin electron beam
AENAEICR M UEWE A IFABRMMEORALICH LT
WEINDAEE (X4 MFSS-4) Z{T5HIICDE—RIR
DBREDEINVEIREIT D,

DECP, IFN-o BEAIFAIBCDEMERERND RN

CHRHAIIA TlF TSEB BARMZEE—EIRE L THEKL.
9IFN-o BEAR (& IFN-y BEAEMAE—FIRE LTH L.

&4 (MFSS-4) JAERME DRI DB, M
B RN OERBAECK U THE

RENBEH
AR HEE ca
fERk @ B can

@ TSI DT BT A S DHAERENT 2.

%6 (MFSS-6) Sézary fEI&E (JFHI T CTVA-VB)

(S U THER SN DA% @
pi=vd HEEE ca
*ECP +/— IFN-a® B CcQas
**TSEB+ECP® B CcQe
{E2EE+/— IFN-oP B CQll

A A ESETE extracorporeal photochemotherapy
** 2B EEE TR total skin electron beam

a Sezary BN EVVREAV A1 D Sézary FERFF W U
TIRRBOBICEUTYEAEZERLTDHEL (kD
MFSS-5).

PECP, IFN-o BEAIFAFE TDRMERERNIMEL.

&7 (MFSS-7) aEEREOKRAN CHULTEREIND

BB
AR HEEE ca
EfESMmEriiiEiE C1 caQie
BZRiEMmsrifiaiis ce caQie
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B YoSEBEAA BT 4 2 2011 AT

2) FRMEERSMEAMERY V) \ED/aRkEEt
RFEMRBERD AR >/ DA

»CQl3 > CQl4 > CQl4 »CQl4

SoWOEH | WRMCERE BB WRCERE  tRRE

3) RTHERAMENER T flifay) >/ (EEDaE s
B RERfEER T #lfay > ) (REDiaRE

RO 27 R A PR ATaA RAR

»CQ15 »CQ16
> cdis :

B —ER

ZOMOIENE

»CQ17

4) RFEMEIE CDA4 it/ - spiliasty ) @oiareiast
FRSEVERIRE CD4 BRt/)\ - FRAlifasyy > ) BB iaResEst

@ CD4+ small / medium T- cell lymphoma

|
»CQ18 »CQ19

ook [NRIERE RS

R
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HE W

5) RA T #ifagmmY > /DRt

BA T fliaEmiwD >/ \BED;EEEET

THRAE

- A
WO MARE bR

» CQ20 » CQ21
S
> Q22 >CQ23 > CQ24

a Z I TOREFRE L ISHIG AR, FELSHEBALE S92, BERTA T A > Tiafban.

6) RHEIEEE B #iay ) EDiaEEt

[RFEMEZRE B D ) \EED/aEEEt

SR A BRI Y N

ORI IR AR

oML A
DA ]

A
e N
WM HMEMRE  ARHOEER YR TR
» CQ29 » CQ30 » Q33
> CQ34
> CQ31 » Q32 »CQ35
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3. RFRE%RS (Clinical Question : CQ) OEHY

fEPRE%RS (Clinical Question : CQ) DEH

FRERERRS

HRE

1. EREPVE - Sézary IEREF
CQl. EREPECH U THESER CORBHRREEHOSNDD

CQ2. HEIRBWIE - Sézary IEREH N U CRTOA MARRAFESH SNDD

CQ3. EREWIE - Sézary FEREF N U CBFMEFEEIF#DH 5NDN

CQ4. EIREPE - Sézary SEIREF O U TRMREOE GBSO SND D

CQ5. EIREAIE - Sézary fEREF ICH LT PUVA EUF /A REelEA V5 —T 1OV DOHAE
ElFEHSNDH

CQB. EMREME - Sézary FEIREF (O U CREHREOEF#H SNDN

CQ7. HEIRBWIE - Sézary EREHCH U CLU T/ A FRIREAIFEISDH SNDH

CQ8. HEREWIE - Sézary FEREFH N U CA VF—T TOVEEIFED SNDN

CQO. HEIREWIE - Sézary FEREH N U CTHANNLEEEISEID SNDD

CQ10. HERBWIE - Sézary FEREFH N U CHFENEEF#D SNDN

CQ11. EHRZPYE - Sézary EREF (O U THEREOEF#IH SND D
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