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ARITA Y MY BB A KT 4~ 2011 4FYET
Wi, HEz4xaE, 2012; 122: 1513-1531.

Swerdlow SH, Campo E, Harris NL, et al (eds): WHO
Classification of Tumours of Haematopoietic and Lym-
phoid Tissues, revised 4™ Ed, Lyon, IARC Press, 2017.
ANEIEE g, AR, I A, R
Minds #Z## 4 F 54 EK~ =2 7 )V 2017. https://
minds.jcghc.or.jp/docs/minds/guideline/pdf/manual_
all_2017.pdf.(7 7 & X 201948 7 24 H)

HARE 2 At RS BRI V74 VRESM
EAEILHE T4 ¥~ A, http://jams.med.or.jp/guideline/
clinical_guidance.pdf (727t 2 201948 H 24 H)

AR 1 KREBUESZEAA NSA VUEIRER KEYVI\ESERAA RSV IIV—T
Jave g 218

ZER ! EREREIEAZ R ER A4 RS54 AERHTE, CQ
HEEE | BELE EMARZ R ER HA RS A ERHRIE
KRZE | KE#HX BERIUERKZFER 5w, =am. CQ
fREE | FERE— EYNAMREYY— RERMRESR 5w, =m. CQ

KAEINER EYNAMREYY— PRRIRREHRAER | f5m S5m CQ

AH—E ENa S foam, =om

BREE) KIRARZ B R e =am. CQ

BREE PRVNE RPN =d e, =am. CQ

BHEFIZ TR SRR B fissm, =am. CQ

e HAKRZEER fissm, =am. CQ

=B BYUT VTERKE KB fissm, =am. CQ

KEEAES ST SRR AR fissm, =am, CQ
BENK | 4I0mALMEEZTOER HARSAVE 1 BRE /[ RIVEZESN
XERR | FIEbE— RREEREMAFEAMERE 5 — VATRT 4w U E 1 —XEEER
ANEBFHIZRE

5] Jive i
KERE HEUV)GE | PR ERER A ER
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BroWNA NI 4 VUGETRES BEY v iR

SHTA RS54 v T Vv—TF

RlIX 2

JUZAIIIRTF 3 V—EBEIUHEERERE (/(RILE

[CHITDIRFEDFEE

CQmne

A COI [CKRDEHE

BPIMIC L DEE

Can

AT 0OA RHR/ARIMREDE IO U ORRIRNMEOR BHERK RE
(RHAT AET) [CHL, BIaRELCLUFT /A REA25—Tx
OY -y KDHHETEDN ?

PR, K&

cQ2

ETHERSAE (R BLLE) ST 528AME LT, &0
TRRYRE(Y5—T100y LF /AR RUJZSY &
DoHETEDD ?

i

T
L]

CQa3

ERBAEOBHEE - BEMREICH LT, 25FCFRRBHD
EfRE (FBRE 4 ~ 20Gy) BFMRRHIE, ERRE (FBHRE 20
~40Cy) EHNTHETEDN?

CcQ4

ETHEREREICH I aREE LT, FESMmeliRBiad3rs
WEaER (ECEYEE) CHRUCHEETEDD ?

CQs

BREGED CO30 BMKERE T Mgy >/ BECH LT, Ty
:%’—Z__Zgé\ RFVIEXA S RUFT—b, AFTOT U EENTHE

CcQe

MIRERIERE Z G H UTc s PRk T Mg > VEDSBE(C
WU CEEIFREZRESRIBRER T O RAAR, SailHER
iR, FcFZOHMICKDRBNFIGERRD DHETEDN ?

cQ7

HERZEBT D indolent ATL (K TRDERUFEABAFD
BUVVEMR) (W UT, skin-directed therapy (SDT) (CiEH4E
DFEIS, UF /A ROHBIFSDT EihE B U THETEDD ?

cas

Skin-directed therapy (SDT) (CiE#U%, %FEMED indolent £
F2RE BfERRD > \iE (kaRRBESED) ) aEE SIS D g U ) s,
BEREMUEERRSOMED VB [CHTdUYFITITEHALRE
{EZBAF U YF IR IBEIEAICHNTHETED N ?

CcQs

IRBMDRFEMEBOEAMAMIRE B g >/ (B FEIICH
VT, UYEIRTHADSHIGRILEREF, REREEDLL
E%?B{;tﬂﬁ? BRUOVUYF IV ITREFHATDRELD HHEET
[a3 N H

BO Iz CQ

OIS

TIFI MR RRARY CHOP iR E & U THERES NS N ?

Skin-directed therapy, LF /A RICEFIEDEEREZZHE I S indolent
ATL (KD BENUFEHEABERFOHEWVENE) (CHLT, EALUXR

XBRES IOV ATYT 4 v I LE1—DBE
[CHBVTH CQ CBHE UTCRRIRSER, ERISETAHT
RIFEDNBMPINETET, TETVAMMEEN
Bz, CQ EUTERT T EZ]MD FIFTe.

F2F KBYVI\EEH

KEY 2V \EDRE - EF
1.1 &YV \EDRE (X 2)

2005 AEIZFER S NP E Y »28ED World Health
Organization (WHO)-European Organization for
Research and Treatment of Cancer (EORTC) 4%
(2005 4F)” % & &£ 12, 2008 412 LJI[L%?H%T@%J?EJ"»@Q
(WHO 7785 4 ) 2 Rmash, Y v 3o
WAL TERE SN, 512, TOBROHFAIIZ
DV T 2016 SR ICHET A B T b, 2017 4512 WHO
SEYET 4 BsTIAT Sz, WHO-EORTC 41
2018 4E 12 & ] & 1, WHO Classification of Skin
Tumors Blue Book # 4 Jit” |2 # & 7275, a0 H
A AR WHO 0 B ET 4 4 IS S S T v
4. WHO 43 & WHO-EORTC 4748 & O Mfg— D &

KL, WHO ZBIC B 2 KB ) > 7 SRR b
Wiz v o5E (MALT Y »78#) 45, WHO-EORTC
SFECIRE SRR I 0T ) oL RIS T W S
L THhD ZOFMIZOVTIREmE BRI,
2016 A OYETIC & o T EEE 2K BV T
SROWFMOPFHLBHATE L & HI12, W SEm
ENT AERTOHGRZOWTOEEND Y, fEk[)
VoSHEGE MR R | L IR S T w72 “lymphoprolifera-
tive disorder (LPD)” & [V ¥/ SHl BHGE ] OFRAS
523N TWw5. Bk B MllES; Tk, EB 7 A LA
B PRSI I B AL & L CilEnE i twna., 2
DI R R 0 PO IRTE & O SIS T%EA
F RO B BT 7% EB 7 A Vv ARSI > o S gl S
JETH A, W T/NK MRS Tld, 2008 4D 4
RSB35 U7z [ MRIERERR ) > 7S ] A%, Mg
Btk EB 7 4 W A EGE (CAEBV) O— A7 b J 4
CAZERHT S, 63 LD TR TOIERIAEMGFHA
BEIFWVR B0, THREARKERERR Y > S5
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x2 KEYVIEORE

755 T #AR - NK #RpaD > ) &
EIREEE (Mycosis fungoides : MF)
EIRBAED/\U 77> N dREl
FOBUEIREAME (Folliculotropic MF)
XY 1w MMRABAE (Pagetoid reticulosis)
AEFRERRAEERZ RS (Granulomatous slack skin)
YU —jEREE (Sézary syndrome)

A T fREAms - U/ & (Adult T-cell leukemia/lymphoma)

FFMUEBE CD30 ey ) WEIEEERE (Primary cutaneous CD30+ T-cell lymphoproliferative disorders)
- RREUEFEREAMIRELD ) BE (Primary cutaneous anaplastic large cell lymphoma)

- U)\E#EZEE (Lymphomatoid papulosis)

T EERAfsAk T #fgD) >/ (BE (Subcutaneous panniculitis-like T-cell lymphoma)
EoME NK/T fflifgy > )\, 88U (Extranodal NK/T-cell lymphoma, nasal type)
FEEAKEERD )/ \BIEESME (Hydroa vacciniforme-like lymphoproliferative disorder)

EAFRERI” L)L — (Severe mosquito bite allergy)

FRFMRE vST fizD >/ & (Primary cutaneous v8 T-cell lymphoma)
FREMEE CD8 FIEETE RS SIS T iz >/ UE (Primary cutaneous CD8+ aggressive epidermotropic cyto-

toxic T-cell lymphoma)

FREMRRE CDA R4/ EY - oA T #fg ) ) UBIEEREAE* (Primary cutaneous CD4+ small/medium T-cell lymphoprolifera-

tive disorder)

RN T MR > ) BE, JERERY (Peripheral T-cell lymphoma, NOS)
FREMEERRT CO8 Bz14 T M3~/ E* (Primary cutaneous acral CD8+ T-cell lymphoma)

£2fE B #lfzy > ) (g

FAERSE D ) GRS ESM s U ) EE (MALT U>)(E) (Extranodal marginal zone lymphoma of mucosa-associated

lymphoid tissue)

RFEMEERRESO >/ BE (Primary cutaneous follicle center lymphoma)
[RFMRZBORAM KR B #fD >/ CE. TEZL# (Primary cutaneous diffuse large B-cell lymphoma, leg type)

EBV Bzl4 kB EESE* (EBV+ mucocutaneous ulcer)

MERASMAZE B #kg) /& (Intravascular large B-cell lymphoma)

* [ EENRERSEM, # 0 WHO DRECIE]SE 4 RTIIUFAMRHIZE B gl ) (& IHFERICSEND.

TR : WHO ¥EC4E]SE 4 FRTEM, RIEE S NITRE

(WHO-EORTC 2% 2005 775 &[C WHO HHHEIE]5E 4 IRDFRZIRA)

W] WCHMEBRINTWA. & L TR
JEIE [EFERILH 7 LV F—] (severe mosquito bite
allergy) & LRSI N TWA. [EIRLEE R CD4 I
PN - T MY > 2SBS0 T Ay TS
BIF B TH % DT, [FEFEVEEE CD4 Bt/ -
BT MY > /SRR RE ] ICA AR IR TW
B. Flz, W7z TEFEMERZE KR CD8 By T A
fay v osBE | AnBis . o, CD8 Btk
JES A i & F5i & 35 T Ml »/8iET, o
REMICHFET 5. BiEsitHz L), EMTRIEIR
0FCdh 5. FEIEMRE CDA Mtk /N Y - fp i T il
YOSBERESE QWAL L T A WG D H o 2A%, A
W= THINEDRBT 2 Fe7- 2w I THIREL & S h
TWBWE,

B, MEHTEEHIIES O 5 7 T —12d > 735k
PR MR BRI M RS 1, WHO 73 BHSGET % 4 Wit
TR & U CERERIES ISR I TB Y, K
A RTA Y OHPASLE L7-.

9) Willemze R, Jaffe ES, Burg G, et al: WHO-EORTC clas-
sification for cutaneous lymphomas, Blood, 2005; 105:
3768-3785.

10) Swerdlow SH, Campo E, Harris NL, et al (eds): WHO
Classification of Tumours of Haematopoietic and Lym-
phoid Tissues, 4" Ed, Lyon, IARC Press, 2008.

11) Swerdlow SH, Campo E, Harris NL, et al (eds): WHO
Classification of Tumours of Haematopoietic and Lym-
phoid Tissues, revised 4™ Ed, Lyon, IARC Press, 2017.

12) Elder DE, Massi D, Scolyer RA, Willemze R: WHO
Classification of Skin Tumours, 4" Ed, Lyon, TARC
Press, 2018.

13) Dojcinov SD, Venkataraman G, Raffeld M, et al: EBV
positive mucocutaneous ulcer-a study of 26 cases asso-
ciated with various sources of immunosuppression, Am
J Surg Pathol, 2010; 34: 405-417.

14) Petrella T, Maubec E, Cornillet-Lefebvre P, et al: Indo-
lent CD8-positive lymphoid proliferation of the ear: a
distinct primary cutaneous T-cell lymphoma? Am J
Surg Pathol, 2007; 31: 1887-1892.
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15) Li JY, Guitart J, Pulitzer MP, et al: Multicenter case
series of indolent small/medium-sized CD8+ lymphoid
proliferations with predilection for the ear and face, Am
J Dermatopathol, 2014; 36: 402-408.

1.2 BB VI\EDEZF

BEJg Y N Am A RIEBETH Y, ToOMBHEL
KEOFAETERALTIL TN 064 A& Sh,
NHEZED DD T HMESNTNDEY. KITOIERE
GREBFRIIAWTD 525, KW B FX O R -
ATHEMATRB S X 2 &EB o [HRE) v/ 3HE
SEBIEGRA | O R SHEET 5 &, FRATTI0ON A
M720) 04 NDLEEZZ 5N 57, fEknr HE) o3
JEIZB VT, BRI Sl E L RETH 575,
B v ETIEEIREBRELZ I LD ETHEET
MR - NK i) SO E DS W Z ESAH T
W2 ZOMEINIAIET L R TH Y, F AT
TN - A % i & 5 A R T RN I - Y
YOSEOFATHIED S 5 Z L h D, BRI TR E
T I - NK i) v S EOBES S SICm kb L
W) RS 517

ARIRIZ B TIE 2007 4E~2011 4F OAEETTL3 e B
BED R VIE R, WAREAAE - &%) —E R
452%, BN T MIRBEIE - ) > 2308 16.7%, I
B JE AL IR ) > 738 7.8%, FFHLEE O A
PEAHIBR B MY » o8I, TR 55% CTdh - 7217,
WA & O & FARICAIRIC BT I 13 &
BYRICRBSHE DS V. W) —EEE (ke 37)
e B MAFFET 5. BRI RNE, Y o8
JIE DAY 65 1% & FE A% WIERERETH L. T
b IEIETER O F AE MR B Y > 8E, T
RN P YL DS 77 e BL k& X 0 Bl SIE S .

16) Bradford PT, Devesa SS, Anderson WF, Toro JR: Cuta-
neous lymphoma incidence patterns in the United
States: a population-based study of 3884 cases, Blood,
2009; 113: 5064-5073.

17) Hamada T, Iwatsuki K: Cutaneous lymphoma in Japan:
a nationwide study of 1733 patients, J Dermatol, 2014;
41: 3-10.

18) Willemze R, Jaffe ES, Burg G, et al: WHO-EORTC clas-
sification for cutaneous lymphomas, Blood, 2005; 105:
3768-3785.

19) Hamada T, Nomura H, Iwatsuki K: Regional incidences
of adult T-cell leukemia/lymphoma with cutaneous
involvement in Japan, J Dermatol, 2018; 45: 58—63.

2. R§Y 2 ) \Easkh(C RIS A
2.1 U )\EDZH

) 2SR B M IIHRILZ N LR E £ b
A, RO DIIETRRT, &FRE G0HE B
BIFFR T A IV A 7 EOREGHE, Iar TMoE % & OFHl
LUETHY, EBOBHETIE, ZHOHPFEITT
fibhs.

i, FHzg EMREOHD - i, #E) ~
I - IR oS, PR, MM (s, H#
WX B, AV A - TIVT R V- iFEERE - LDH
Za U A bERA, Mg a2 Ve 78 — [sIL2-
R], THIFEY > 7ShETIEPt HTLV-1 Pifk) 134 TH
D, B (S~ E 8 CT, FDG 23
%Y YXETIE PET-CT) 479. 7272L, ThbHo
AR AE ML AR A & R XS R A3 W T TA
DWIRERWIEBFZE TIIAETH L. BHE»EEDNLY
YN B X DA AT 5. B R - AR oIS
(IRAY - RN & 2%, SRR LIS SEH A3 VIR IRE N
FEBE TRUHETIZ RV, W) —fEREREOBWICIX
KMo 7 e —4 4 b * +1)— (CD3, CD4/CDS,
CD4/CD7, CD4/CD26) & THMIfaL & 7 % —#E (=Tt
P2 & 2 KA & B AEBARRIC BT B i — 27 a— >
DFEADVIATED B, KB ) > 7 SRR AR %
H) v osHE (MALT ) v 28E) TG &5, 7
a7 YERICLIDIMEMEHADOAZ ) —=
%479 . EBUA VARHEY YNETIZEB Y A VA
Pufk#eAr (VCA-IgG, EA-DR-IgG, EBNA) & ML
EB 7 f VA DNA E&%179.

AL S HE Fefalc X 2 ARk 12 2 C sa
Jefts - IR TINT 247> CERAM L, BRRMR, 5 BLHLRR
%, IR - BRI DR RIZE D W TREMIC
T 5.

2.2 BERE

CD3, CD4, CD8, CD20, CD30, CD56, CD79a T
A7) —=r7 1L, CD3, CD4, CD8, CD30, &5\
(& CD56 Bt T/NK il ) > 28l HsEE b b 6,
CD2, CDb5, CD7, CD25, TIAl, granzyme B, per-
forin, ofT#MIfLL 7% — (BF1), WT ML &~
% — (y320), CCR4 %iBIN¥%. CD30 Btkon¥;fid
CD15, EMA, ALK % &, CD56 Fatto¥ifrid EBER
® in situ hybridization, CD68, CD123, myeloper-

1356 H Rz 45k 0 130 (6), 1347-1423, 2020 (47F12)



BER BN A N A4 V3N Ff Y v BT A BT 4~ 2020

&3 BREWNE - YU IEREICHIIDEEREDER

RSRE

EE

B (patch)
BE (plaque)
fEfE (tumor)

#IRZAE (erythroderma)

FEHEDREZH DIV BRE CRES [FRDEN

MR CIRBZ M 3 MERE CRETF-HEN

BEH'z lem TREMDRBFICIFEE S ANDIEIEZ R I FoRM - EEIERE
(BECHEBZENT D ENSHDIcHBEBDH ClERBIEEE(FUIEL)
HREED Z80% 7 5tH DREE MR

oxidase, TdT 7% &% iBM$ %. CD20/CD79a FutE®
Biifigy » 3 Tix, CD5 CDI10, BCL2, BCLS,
IRF4/MUMI, fEra 7)) v« - AsHE8ML,
MBS UT Ki67, CD21, CD23, CD43, cyclin D1
R EDREEAT).

TGt DT B W T BT S i e
WATIEZR K, B S TR 20 SO 7> %
Bl L OVHE Bt & OIS X D KW 5 2 L H%E
HCThb.

2.3 BT

PUEL 77— (THRL L7y —B X UEs T
7)) V) BIZTATIC X 5 70— F )V R B O M
3 Y EOZRICEHTH 525, FEROMPUZIZTE
BEPLETH .

THIN) /8 ETIECRL 7u—7 % A7 THIE L
7% —B# (TRB) &5, Bk ¥ 3 ECix JH
Tu—7EHwinEsa 7))y HiE (IGH) #E=T
O TaYy FRIT.

PCR IZ X % @& T FE K O MM E > 7a vy b
X0AED, HHVIEKLL 72 DNA Tb 17l hE
THHH, BEEEIEV. PCRIZEZ 2RI BT
BlA—27 00— ORICOHEHTHS. T M) >3
JECiX TRB#E L THlRL 7% — vy (TRG)
EART 2T L, wWT M) v 28T THMRLY T
& — B T- DNt 179 . BMlliw Y > 73 Tl3 IGH
BT EREsa7Y) v i (IGK) #=T%2MITS
%.

PEL 27y —BETOITICL ) 70— F IV
A TERLTHY Y EIFRETE Vv, £
7z, BUBMEIRZETH 7 0 —F VAR FRER A S h b
EnHY, ) UNETH- THEEME Y o — A
M sy, sty o— v shs 2 e
bb. B, TRGEIETIZIIEAED ofT ML TH
WL T 5720, TRGBIZT O 7 10— F )V 7 il

R LTH WT MY > oS E 13T 2 .

PUHTLV-1 Prikb g 24 Uz THIKL ) > o5fEiT
&, HTLV-1 %) 7IZAEUARA T A AmE - v
YSEUS DY) YEERENT B0, YT
Ty NCTHTLV-1 702 4 VA DNA D7 a—F )V
HAIABR DM ZTERT 5.

EBw A VAR YoM fED 5 %, NKAMIE) > 23 )E
T, VELVET Y —HETHITICL 70— 0
MATELWw/o, EBYVANVADY =3I F V) E—
F (EB7 A4 VA-TR) 7u—72HWw/%HFr7ay

S =

FEAT).
2.4 FEEDREEH

WARERIE - 29 —JEBEREO B WA (B, JF,
JEHE, ALEERE) (ZERFT RO RICE SV TERINT
WBP(£3). —K, WAREWIEE - W) —REBERE O
HHEI RO b, PRICHETS20L LTEUH
FPE (FBALE, folliculotropism) & KNzt (large
cell transformation) 253 %. EWHAME & 1%, TEEH
TR BUHHOMR TR BEUANDRBEEZRT Z LT
HY, BUFEPHIZAF VLG BE DR WY
EHd 5. Large cell transformation i, AMAHHEIC
BWT/RN) YRERD =4 5O K & & ORI AN
MO =25%% K65 b o LEwE N, CD30 XP
OGE LD END 5.

WARBRHE - 29 —EBEREIC B 5 BRI R
U UHi L, BA>15ecm O YREITH B2,
KES%MWbY, ik, v, &L $E£HELE,
F W EIED 2 WRIE ) ¥ SEIZARR LR PR
FHNCEHIS 2%, AL YSEIZT TR L, E{RKR
HETREREDN >S5 cm F 723 HEL>T cm OREERY ~
ISHE D BRIRIIC R 2 ) Y8 & LT ™.

WRERIE - 29 —IEBEREDASL DR g ) v o8fifT
W, EENA>1ecm HBHWIEPET THERZ/RT Y »xX
HIAMRT 5 2 LRI TV LY,
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x4 BEREBHE - TYUERED TNM DS KUZNICEDHEE. (XEf26) &Kb5IH)

T AREED<10%

Tla (fIDd), T1b (BE+HIH)
Te : FREED 2 10%

T2a (fIKDd), T2b (SEEHIH)
Ta : [EREAY 1 REFEIFZENLUL
Ta : KIEZAE AERERED 80% LI E

No : BRERMIICESE D )\ EE L. ERAE
N1 @ EREREYICERE )\ E1HD.
#E#BH9(C Dutch Gr1 &7fzld NCI LNo-2 [THE2*
Nia @ Z70—2HEEEL  Nip o o0O—2 485D D
Ne : BREFRMIICEE Y V) EidD.
HRE=89(C Dutch Gr 2 &/z(& NCI LNs [CHa2*
Nea : 70— MH#5EEL  Nep : 20—/ 1485EdH D
Nz : BREARRIICEED >/ &k D.
HEE89(C Dutch Gr 3-4 F/z(d& NCI LNa (CHE2*
Nx : BRERIICES UV /\EiH DD, HEmEHNREREL.

Stage T M B

IA 1 0 0 0,1
IB 2 0 0 0,1
oA 1-2 1.2 0 0,1
oB 3 0-2 0 0,1
mA 4 0-2 0 0
mB 4 0-2 0 1

VA1 1-4 0-2 0 2

vV A2 1-4 3 0 0-2
VB 1-4 0-3 1 0-2

* U2/ VD NCI %8

NCI LNo : U/ Ea(CERD ) ERIE L.

NCILN1 @ &, fISZ4RAU )R (&
BZEIESTEL)

NCI LNz : 280D >)GRE/(F 3-6
liRlolS:H

Mo @ REERZEL M1 REERZSD D

NCI LNz @ Z8 ) GROKX EILESR D D

Bo @ EA ) ERORAEMY 2 CERD 5% BT

B1 RAU ) GIRAFRAEIMY >/ GERD 5% ZiBR D, B2 BEZEECSEL
Be: J0O0—VBMHETTED 1 DZfEfcd 1 1) EYU—#flg=1000 f&/uL, 2)
CD4/CD8=10, 3) CD4+CD7—=z40% &/cld CD4+CD26—=30%

B, U ) EDEFEEIF R
ns.

NCI LNa : U~/ CEiEENER D ) URF
felFREBMARIC & > TEBD D
BDVEITRICEBREIND.

20) Olsen E, Vonderheid E, Pimpinelli N, et al: Revisions to
the staging and classification of mycosis fungoides and
Sézary syndrome: a proposal of the International Soci-
ety for Cutaneous Lymphomas (ISCL)and the cutaneous
lymphoma task force of the European Organization of
Research and Treatment of Cancer (EORTC), Blood,
2007; 110: 1713-1722.

21) Diamandidou E, Colome-Grimmer M, Fayad L, et al:
Transformation of mycosis fungoides/Sezary syndrome:
clinical characteristics and prognosis, Blood, 1998; 92:
1150-1159.

22) Olsen EA, Whittaker S, Kim YH, et al: Clinical end
points and response criteria in mycosis fungoides and
Sézary syndrome: a consensus statement of the Interna-
tional Society for Cutaneous Lymphomas, the United
States Cutaneous Lymphoma Consortium, and the Cuta-
neous Lymphoma Task Force of the European Organi-
zation for Research and Treatment of Cancer, J Clin
Oncol, 2011; 29: 2598-2607.

23) Kim YH, Willemze R, Pimpinelli N, et al: TNM classifica-
tion system for primary cutaneous lymphomas other
than mycosis fungoides and Sézary syndrome: a pro-
posal of the International Society for Cutaneous Lym-
phomas (ISCL) and the Cutaneous Lymphoma Task
Force of the European Organization of Research and
Treatment of Cancer (EORTC), Blood, 2007; 110: 479~
484.

3. KEY 2V IEDREAE

WAREWIE - &) —JEGRIED S IBERINED 5
WGED, SR, A/ ER N & AT B BN & K
L., RoBERETY ) YFERZETZY, U o
My N Z RIS 2 2 EhH b, —
i, MOBE O v oSBT MRS R A X
WOPEHITH L. 070, WIREWE - 24 —
SEMERE & ZOMOREY) S ETIER R 5 TNM 455
DB SN T 5.

3.1 BIREWIE - TY' U —EIRE¥D TNMB 54L&
RAAHR

WAREAE - &) — e BhE Wi 43413 2007 412
A3 & 17z International Society for Cutaneous Lym-
phoma (ISCL)/EORTC 7#* % & &2 L C, 2011 4F
WIBIE SN EAME SN TW 570 (K 4). [KIEH
ZEIALBE - JETH D A DA 1T D 10% Al T
HIUXTL 10%LL EDOHAIZTIT T2 95, T1, T2
WINOWGEEIZHAFEDO A D, HHZMED) HTa, bD
WAEEZIT). REOFRIIHZOIEINIC, M2 TR
HOHMEMRET LI LR TH L. A1 DT
DAEFET HAHAIIE T3 &L, RO A I NER
DHEMIZEHD ST TAIZHEEINL. ) Y 28fiizon
TiE, FFHRMICEEDLLE ) POHPLETH S
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x5

ISCL/EORTC h'#2E 9 2EREBWIE - &Y' —EREBEREEZIID D DIRE

SR

B/ BERREDHDEBE | MERZEDERE, SR LREDBRZH.
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24) Olsen E, Vonderheid E, Pimpinelli N, et al: Revisions to
the staging and classification of mycosis fungoides and
Sezary syndrome: a proposal of the International Soci-
ety for Cutaneous Lymphomas (ISCL) and the Cutane-
ous Lymphoma Task Force of the European
Organization of Research and Treatment of Cancer
(EORTC), Blood, 2007; 110: 1713-1722.

25) Olsen EA, Whittaker S, Kim YH, et al: Clinical end
points and response criteria in mycosis fungoides and
Sézary syndrome: a consensus statement of the Interna-
tional Society for Cutaneous Lymphomas, the United
States Cutaneous Lymphoma Consortium, and the Cuta-
neous Lymphoma Task Force of the European Organ-
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isation for Research and Treatment of Cancer. J Clin
Oncol, 2011; 29: 2598-2607.
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FHEIMD T X 2S, MEOFHTCImE 1B & F U
L) LTFHRELRSTVD., KEEMDY) 8 EOBH
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10~15E#m %12, stage ITTA & 5 1T stage I D&
FZOALEMBIE I 5 TE Y, MBEO stage IIT O
BHEORIZ, —EOHETERBTHESIN TS L)
BYHRORCEENFAET 2 REDEZ ONDL. Zh
DA OO A AF R IR - LT b, HFIAT
DNTENTRERTIE, ETHOVThONRETH#E
DL LD RRTFENRVRERIB TR A, Zhid
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TWHDIZx L, O T, 2007 4ELLREIC I &
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2wl 2 PIRRNTR R 2 VTR (8, 9. —
MERLTIE, RGN C D % i TIB LLRE2» 5 5 AR R O

8 MHHRMIERHA IIB LI EOEIRERIE - &' —ERES
DRRIEREE (n=1,275, 2007 FLUfE) Sca-
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O 204 = IB(n=457)
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204 Stage IV Stage Nl - NB m - 35" P= 008
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=8 REOOEKREWIE - tYU—EREORERIFHE Agar NS 58D
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HFHARFRE (F) 35.5 215 15.8 4.7 4.7 3.4 3.8 2.1 1.4
5 FEEER (%) 94 84 78 47 47 40 37 18 18
10 FEEER 88 70 52 34 37 25 18 15 NR
20 FAFE 73 52 47 21 25 NR 15 3 NR
EEREN b FEFE (W) 98 89 89 56 54 48 41 23 18
FBRERFEN 10 FEFR 95 77 67 42 45 45 20 20 NR
FRBIFEN 20 FEFEER 90 67 60 29 31 NR 17 6 NR
FIRETE (B HF) 8 21 17 48 53 82 62 77 82
FIRETE (1049) 12 38 33 58 62 73 83 80 NR
JRIKEITER (20 F) 18 47 41 71 74 NR 86 94 NR
NR : not reached
=9 HAWLETHERENE - TY'U —EREEBOREIRIF# Scarisbrick JJ 5 39
JEA IB oA IoB VA1 V A2 VB
EEFHEFRE (B) 68.37 NR 62.40 52.70 29.00 33.30
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2 FHEER 80.10 79.80 77.80 79.40 59.60 54.30
B FERFER 57.40 60.20 55.70 48.30 32.90 39.00
FEEREN 1 F4£7% (%) 93.10 91.95 93.22 93.41 87.27 7854
EENRN 2 FEFE 86.40 83.89 86.77 85.39 69.20 54.28
RENEN D F47E 67.47 68.26 66.12 55.98 44.36 39.04
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o THY, FIEVERE AL ED) > i A4
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(8) HiFEEE
1) EALUIRT

C-CrENA »2Fk4 (CCRA) 1& Th2 Al <> il
HETHBORMCEILTWDrEHN A VZHAEKT
By, IEEIRE T % EORBHR~DO AT —
THIROAR—I Y ZICERRZHERZL TS
CCR4 13 CTCL i A\ T M ML - 1) > 23 (ATL)
RED) OSNEMBICD BERICEBELTBY, H
CCRAPUATH BEH L) A~ 713 v 3@ m
@ CCR4 12454 L, ADCC (antibody-dependent cel-
lular cytotoxicity) (2 & ) PUHEERI R %2 HIET 5. £
7z, A T A 2 HERR 5 % & &2 & 0 PUlEEHE DS

WCHWHT A2 EREZLNTVD

EH L) A TRIAIRTIL 2012 4F (2 FReE - HEA T
D ATLAZxF LCARRE SN, 2014 12358 - HEHE
D CCR4 By PEARME T Mgy > 8 (PTCL) B &
O°CTCL 120 LTIt EIARE S 7z, 2 S DG
JELHT LTI RN Y > 38k F 72 3Rk To
CCRA A T v /k=F VWi ¥ v M CTHERT L3
W& o 7278, 2018 412 CTCL Zxt L T ik CCR4 %3

IR 2B iE S, CCRA BB DRI T
Bl ol FRHEW, fEkiE 1 mg/kg, #H1EIT
U FETTH 7D, W UMHETHE I 5 % 5
TV, Z0H% 2821 5 L HEIEE SN, &5
L DOHIRA 2 < %o 7z

ARIRTHER S N2 H L) A= 7 O TARERIR SR
(k4 G R EE AT #2238 L 72 PTCL29 #, CTCLS #il
G TIb DL F o AR EAE 7 B, SR8 B2 8 AR bk
ML) > oNE 1 H1) g e LTirbizz. £okk
R, WAREWIEICR L CiE mSWAT TRl L, Zah3%
1£29% (PRDA) Tdh o7, igHho> CTCL38 1 (i
BRI W REE 21 B, &) — et 17 61, wilid
IB~IIA 4 %1, 1IBLLE 34 %) ZkGe L7411 AHER
PR B T I 451 mSWAT, V) »/3§iid PET-
CT, RFEMIHE L7 T —H 4 M 2 MY —TFHiliL, %
AL AR EIE D B T 33%, V) >/ EiwZ
(2 15%, RRMPHZ AT G232 6] & Db DD
100% TdH -7z, ¥ —REERICH L TEZEhETh
53%, 33%, 94%TH Y, WIREWIEL D b WY —
JEMERE CRREDS T - 72", HERGIARFORRK
AERCIT MR, B2, BEPEL L, PTCLBIWT
CTCLOWM#F%Z &L 7T— % Th LAY, IMiE#HETIZY)
VONERIRAED RS T 81% (grade3 BLEAS73%), &
#.30% (grade3 L F0%), 3895 51% (grade3 L L
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11%) THo72™. FEREKW DD, EFLY X
TOFETREAERG & L a3 50 RlAE
R BRIFFR Y AV R X B W5 BEAL,  NEE A B
HLRPmentns.
EHNLYVARTERY ) A%y b EDOETTHIEE
MALRBR O R AR S 7, RO = >~
MU —I2iE CCRA ZEHIZM DT, L L d 1 HEHO
G BRI CTCL 372 41 (B IR ELAE 204 51
L) —REMHRE 168 B) & T VT AIEH LY ART
1 mg/kg # (488, Z0H%28I21M) LK)/
A% v b 400 mg/ H#EHPNRICE D F1FTnb. F5F
filidH H 3R AN <h Y, BIREHEEE TH 5
ZENRII B IRZE X mSWAT, V) ¥ /3 - ek
WHEZBW, MEHZEE 7T —H 4 b X2 b)) =TI,
MBI ERIL SN S0 7 — & Tifili 217> T
W5, EREAAE I B O MBI E T L) A TRETT
IR, RV A%y bE3LIAHATH -7 BRI
EHNLY XA THTIE28% (186 Bl 52 %), KV
ALy METIE5% (186 Bl 9fFl) Th o7z, MHIE
AR, AR E BICEH L) A THREY 2
Zy bEDLENTVERRE Lo BRFEIZD
WCIE B2 T CCRA FBLHIC X 29 T AT
bhTBY, TEFLIVAT, R IJ A% v b
CCR4 IR TRANFRICEDN L VAER E L > TV 5.
kB, WA TMBER - ) o 8EiZdg e LizT—
y T b7, IR D€ 75 ) X3 TG
WX DB E R (GVHD) AEEILT 2 i hElk
W3 D ERIZBAERT 50 H DN D E A L) A~ T
BIWZIDESREGVHD OV A7 &t b M sh T
WBMWL RN AT O 55 200 H DL R E
LT 5 e Al %2 17 - 72 8 Bl O WK E A -
L) —ERERE AR E LR A I X ERIERITE T
1% grade 2 LA GVHD & grade 4 ®iH1{bed GVHD
Z4 U7z 9kME HLA I A~y FEHO 1 HlOoRT
HotzlOMED DL, BRNRELRD D HEHE
[ 2R BaP A N[ N < 3 T | ARl RT A 2
REMHELTBL I EDPEE LW,
2) JLYFyI T RRFY

TLyYF =T NEFF /IEP CD30 Prik i
EEOGHERNTHHLEI AF VT ) AYF VE
(monomethyl auristatin E : MMAE) %#4& L7-HE
#ThHDH. MlLEmO CD30 KA L%, v K
A = A THITBENIZELY A T MMAE 2% g
LT NEREAZHEL, MlisRzElhsgs. K

[ECIE 2011 47, AIFTIE 2014 FICFHRME T 723805
e CD30 Btk ¥ 3 1) o8l B X OSRAL KA
W) S EICAKRFES L7z, & HIKREITIX 2017 412
FEME £ 72 1T EER I R I KR R T R ) > i
B LV CD30 Bk IRBNREIC b KRR S Lz, RFT
(2019 4F 12 H A5 Tl ) > 2B Ix3 2 @IS hE A
CD30 FtE At % 72 13 #Em AR LR ) > Vi
A5 CD30 Bt ARANYE T Ml ) > /SIS S 7.
RYF V) SIS LTI RRH 53~75%, CR ¥
18~46%, KALRAMBLELY) > 7 SfEIH 2 2R
63~100%, CR #F1X57~80% & MESINTWBH™, 32
BIOWIREAIE - ) —IEBEREZ I L TH M S
725 TLAHRRER TIEFIN &R & 72 5 72 30 B TZA=
X70% Tdh o7z, HRE Lo 7RER O CD30 BrtHilg
OHEEIEIHIMET 13% (0% ~100%) THH, CD30
R VE 363 5% A OFEBI1E 5% L EOFERI & 1 B %%
BEREAERIE o7z e HEI N TS, CD30 Bk
CTCL (WIREWIEDS X ORISR 8 AR o bR Y
VUNE) R E LT L YUY FYRT NFF UL
XE¥HoFrEA b ML FRY— FOF I HIEEHK
F v 7 MMM TN TEB DY, primary end-
point TH % 4 77 ALL FFie 3 5 BRI &R TIE T
Lyvdxi=T7 XFEFUREERFYOT E2iER
ML EFH—MHETENREND63%, 125% T, 7L
VIFRIRT REFUHOTBERLTW TL Yy
FIRT RXFF CRETIREREANE 48 HIZ0§ %%
®F65%, 4 H ALLEFHROZRNFE50%, CRZF 10%
TdH o 72 EFEVEEE R AL ) > 23 16 112
THRMRIETBE%TH Y, BRyplasl4h HULESE
ML TBY, CREEFI3IN%TH-72. —F, N
FHuFrFELEANMLFY— METIERIRERE
A9 BNCHRT 2 B%% 16%, CRFEOBTHY, 44 A
VLR E e LB 10% TH o 72 72, JE3E
P Kz 8 R A AL AT ) > o 15 B1C 3 5 BRI
33%, CRFZX7%THY, 44 L LB Ffe L7z
JEBNE 20% CTH-o72'"". TLyYFI~vT XKFFU
ERFHTTF R A MLFF— b LD OERMENH
WREIF TR, BHRBENH THENR TV LRRT
Hotz. T, BEEAAHMEITL Y F T X
FFyaRFHurr 72132 L3S — bOBEX
DOHEEICEDP o7, AHEHFRTRD Z VOISR
REETHY 45% (grade3 L E5%) IZELTWA.
ZOMITIINER, FTHRBZENEN30%, FEEHP11% T
HY, Wl OEERLZENWERN & L CETES REA
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BUNAE, NESEBEERE, AT A4 —T VA Va vy
VRGNS ETH 5.

EHLNVARTRTLYYFIT NFF VIERK
MTIX CTCL I LT, £12n 2018 4E 11 A, 2017
412 HIZKRRR S N2 ) T A 729, EORTC con-
sensus recommendation TIEE KL STV 7\ HT,
NCCN H# A4 N4 Y TIEEH LY A TIIXRFH 10
7V, RV AXAFZ v b, AMMLFF—IRSf 5 —
Jrara, yEEBIZEGHEAT T - AILES
NTHY, FEDEFROHY IB~TIA, #HI 1B, 55k
MLCHESR S NZEERINE L CEli S Tn b7, %
BB B ETEREINLRETHA . £/,
L) —IEBEICY LTI TT) — ADIEIHhDZE
HlE D, R —MBEIZE D S 38T
D=2 LTHEINTVEY. 7LV F T X
FFYENCCN# 4 FI4 vy TREqBEL 7T
) — BB L KM bz £ U0 s LTr A
VI URYR—-INVEEFUNVET Y, TTT L
FH— & PRRE TR TIB 20 S IV I2HESRE 3 % 3¢
FO—2L LTRBMENTVWEY. &8, 7Ly UF
YT RFF EKBHED CD30 B RAPE T Al
Y yosEICH LTI, Y7 aRAT7 7 IR, KRV
vy, JLF=vuarEofHilBwTRREINT
Wb EICHBEPLETHD.
3) ZOMOMAFEE

Denileukin diftitox (X IL-2 (Y7 7)) 7T #HEERHA
L7z fusion toxin T V), KETIIHFE - HBHIKHUE
CD25 [tk CTCL @R & L TRB I N TV S 7S,
AIBTIERIEIE - RAKRTH 5. KENZBT 20 1B
~IVA OF5 - HEPTE CD25 B WK B REE -
W) —IEGERE R E R LA AR T, 1 H
9 ug/kg ¥ 7213 18 pg/kg @ denileukin diftitox % 5 H
R R eSS L2l HY A4 7 )V Tk K8 I — A £ T
DRI GHETDT v & 2MELEGEREBRA T b 2™,
BHERICEDHBELRAETRDONT, SETORRH
1330%, CRZF10%, R FIE69 7 HTh-o
72, FERAEFHSIL acute hypersensitivity-type reac-
tion & JEJEMED capillary leak syndrome TH - 72. &
D%, W TA~TIT (IHHHI5%) @ CD25 Btk IR E
WIE « %) —EFEREEEZIRICL 10T It
Karpro—rensyy MLBERBEIZBEVT,
denileukin diftitox #f DZER)EE - MAETALFRIT T T
LARELD B ENZ EPHERINTEY, £/,
denileukin diftitox (& CD25 583 D47 # T CR #2228

BV EATREN TV A, LRI CD25 Byt
BRWEHINCSH ™. BUE, A CTHIENEE 721380
o PTCL B X U CTCL & k4 & L7245 T HERIR R
ERASHEATHCTH V), IFRIITIETATBIZ B T EIRK
D—D L BN D 5.

Alemtuzumab (&t MEbL CDG2 Ptk TH Y, Th
T COWME TIEEITHRIRERAE - 25 ) —IEREEIC
xt3 % 2L 38~55% TdH ' 39 Bl i ik
M7l 6 81 (15% : &) —JEfdE 56, WA
WHE 1 61) T 24 Lo BBEALLED HhTwn
% P GE (30 mg/H, 8 3 MpiEENE) Tl
RPN R R YE DS T IS U B 72 R
) —IEBERE ISR LTI & (10~15 mg/H, BHET
) CTOEMEIME SN TBY, KT R
DT R, AEFRREIBRA T2 LGS T
LI AR DT A KT A4 VTR ) — e 3
WEO—2IZF T 5N TV A, FEIMEFES 2 LT
ERKRTH B, AFTIEFERTEBEOEM) ~
SPEA M ISR SN TW A D, BIREBRE - &%
V) —RERERE ISR L CIERARTH 5.
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(9) {EZEE
FTRTOBRPOWIRBWIE L 2RI L7z 1 HFo
7 ¥ NGB XY, MIEGH#E L LT TSEB &%
I PE AL 508 1 0 B B 2 AT 5 1 & HNL A4 R I
(& TR B X ORI T2 2 F b L
F 49— b (methotrexate : MTX) WARFEEE TERE % B
ML, EEHKPUE DY A IC PUVA #:, TSEB #ikB
EO"MTX WARIC & 2 #ERREE 2 KT L, 2h b
DB EHUED B VI IR ZE DA U725 0
HLFN O AL 2 47 ) RAF BRI S h
720 R L CRBRAAVENRLTW25, Bk
MMM, CRAHBOSNTHL IIHIEL, MEERH
IR EB LA EOEIIBD LN h o
7o, Fe, WML COMBEROEGERICEE
AT SN o7z, B O IA~TIA) ORIK
BAE ISR 2 ) mliEHE & L CIb i3t ) R& T
7 G ALEREO B b ZdEI X R B X 0" BRM
(biological response modifiers) #E:IZIKPTYEDHM
IB~IIIB (FFICHRZ DN LHP O 11B) & B MR % % 1F
9 IVAI~IVB OWIRERIE - ¥ ) —EBEHTH 5.
WIRBPE - 2% ) —EBERICH L TiE, 3F8F
RALZEIREIE D WA B B VI ZFBEH TIRA S Tw
2, AL EEE L, AFHROERICIEO %R
BV RUIRERAE - 29 — BRI 2
AL AR DZR L 62%, CR F 33%, ZRHWIMIX
3~22 WAL ENTVDA, T 5 AEIEGERIZAT
bhiTnwianizd, EOEAPEN TS0 IEH S »
TRV, MEFFIRIRE A - 9 ) — ek
T % ZH LR ORI 81%, CR 3 38%,
ZRNWIMIE 5~41 A ATH Y, HAMLFHD & L HIPE
LR E D AR S 213 v,
AT IR B PIE - &) —JEfERE 233 5 CHOP
WEEAREL L FFVME Y vV 2a0E L MtoS
ABERALSAREOM RIS LTI, 1107 ¥ 5 41k
HBGRER™ & 11 OIEBIHRE"" 53 5. 8031390 %,
CRZFIZ40%FEETH 525, ZxpIMIL 6 4 HUNT
HY, FERINVEYXZ2EZTRE)DI0rbLT
FEMM o CRIZWIFFTE 2w & 3 Ao L H i
HAbap9E: T & A VICOP-B 1% o 47 1 3R LA
XS B RN A B L7 1 RO EBIERTZETH, 2%
ML 84%, CR Fid 32%, ZAWMIMAJLftiz o 7 H
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EHEHEENTWDY, Lzd T, 3 - maEhuE
OFEATIAR R EAAE ) —JERERE IS 2 AL
BRI R E LT ER T S, R Mo 5
H - B LD S 2 ICER TV BALRESE - ZHI0E
LSRR L e Wiz, R RERZ v ik
EHANS X 2ALFFRES R F L,

HATHEH SN 9EsE e LT MTX 2B
BMED IR DL VA, WIREBRE - %) —JEMRRIC
9% MTX ORI Z Gl L7z 7 » & AL EEER X
v, 1FoBME 38— MRICBWT, KHE
MTX & Hw7e AL AR X 0, 96l T2 TIEZR)
#33%, CRZ 12%, UMYl 15 7 B & il
ENTWAEY, T3 TIECRIFELN TV AW, [6—
B i 2 BT % T4 KL e B IR B AE - 2
V) —EBERE 2 MR L E BRI ZE TIE, BahE
58%, CRZ 41%, ZEhiiMyufi3l # H & s s
TWAY L7225 T, MTX (39% ¥ T4 o H IR EHW
iE - ) —IEBEREICT L CHRI R EHRETH B

I FARYF (VP-16) 13T R GF AL 0
ELTHWOHNE ZEDE K, HAITOHRBI R LR
LRz E AR SN G o 7208, |iltIiZ b,
HEATHI 3 & OV o> 16 9 L HEHUE o0 FUUI TR B E Lk
§ 5 HA T bR Y FOREFERBIZE DG S 7z,
ZOHAETIZ 12 6113 50 mg/ H kg HAIRA* S 100 mg/
HE H MR E CHRG-REICIEXD D . NIRTE v 14

1ARIZ 11 150 mg OFHEITHNTE Y, 2%
F69% (1361661 Thoro. ABTIEREIRERA
iE - B —IEBERICN LTI = VP-16 (25 mg~
50 mg/H) WALV HNE 2 E 0% W, EIE
BEATEA FRREPFH TR SNS Z L%\,

WIRBWIE - %) —JEBEHICNT 27582 78
(gemcitabine) OFEEFEM L 72T » ¥ ALILEER
Fewvs, 1 HOERIERIIZEICB VT, HEREE
OMEATHIR R B AE Gl TIB/IID (Zxf L CHAITH
Wi, BRI T70%, CRFE10% MBS Tw
%10, HEATHIRIREAAE Gl TIB/IID) & &+ —he
fBEft (160 S 2EERE LTTrAv I %
M7z THFROIEBIERIIZE T, t¥) —IEMREEEIC
TR T - 7275, WARBRAE TIEZERZE 73%, CR%?
23% TH-72". ZhELDOMEDOHRICITHIRER
JiE - ) —IERERE LIS O B R A % £F ) AR T i
VUNEEBZLEINTVE 0, RIREBRERED
A TOZEMPUMIIAHTD 25, CRPEONEE
EROZNIN P IAEIZ 10~15 4 H TH - 72", i

DOREFRI\C BT BIET ¥ 7 ALHEGRERT b [FIFRZ 45 4%
PHESINTBYY, FLA ¥ V3T HEIREA
HE - L) —IEBEREICN L CHAITRI RS BIfFTE S
BHITHDH., LYy E VIR CTIEIERME T 22138
BEEOEEY) ¥ EICPRBOEH & LTKRREN TS

RAREAAE - &%) — BRI § 2 X7 K
V=<V FFVILE TV (pegylated liposomal doxo-
rubicin) OXYREEHI L 72T > & AMEHEGRBRIE 2w
B, A OEFIEBIIZE B 2™ 7. AT IRE A
HE - BV —IEBEEE IS 2 HUAML AR O B R EIX
56~87%, CR X 20~42% TdH Y, ZExhI M b gefiti
X5~12 W HEHESIN TR F7- 11Ok
BIERIZE UL, W IVB OWREAETD 30% I
PRPEHNTWAE™, L7z25-T, X7fEY KRV —
TV FFVNE Y CSETPERERE - £ —E
BRI L CHLAI TR R AR C & 2 3EAITH 5 4%,
ARIFTIEWIRERAE - &) —EGEREIT L TRKRR
TH5.

WAREPE « ) —IEBEREICNT5 777 L F
#— b (pralatrexate) OxIF %G L 72T >~ 5 A 1L
BRIE 228, RETo 12 Fl o Kiasz l 2 £ - 72 3R
HAE %2 & AZSRMME THY) Y osEZ g e L7z
55 TLAHRERAS 1 1hdp 7. Kl % £ - 72 IR E
PIRETIE, H el TRREIE 25%, 23] ] v e fill
(& 22 7, BEREHE TR 58%, Z% I g
fEix44 WA TH o727 F72, FBEILIEREOW
REBWRE « L) —REfERE, JEIEVER S AL KM

B) OEERNRIZT T T L FY— O EZ
WET LI — MIES 1S D, 15 mg/m”/#H%E 3
BB 1REREIER SN TWE™, 2olEThks
EN/29%DOBHETIE, BRI 45%, CR FEix 34%
ThHho72™. L7eh->T, 777 b FH— MI#EST
WIRREIE - 29 — BRI U CHAITRIR A
WG CEHEHITH L. AFTIE, BKF TAHIRY >3
% & ATV RWREYE T M) o sEE e L
7o 3k — MFEMTONT, ZORREE S LI, 2018
ARV FRFE U TR YE O KA E T e ) > 7 VR L2 P B
WH & LTRRB SN,

FROFEHOIZAIZ, 1990 FRIIERY PR T
Y, 7 RVEY, TNETE Lk EDRKLFRR
DOMATINEREWIE - &) — I3 5 H 7D
Batshs, Xy bAFF id2Eoar— MfgB
O 1 M OREBIERFZE IS B TR —JE BRI
T 5 =R 33~71%, CRHFE5~29% & ST
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W5 A, AR B E TIE 283 0~57%, CRZFE 0~
14%TdH ), WIREREDRRIZ L) —EREREL D
bW NCCN A4 RF A4 VTERY MRS T
ITHIE - HERIEBNICK 5 BIRI D —o & L TR
ENTVDEY, 75 FKEY) UYRIVTIEVIZHT S
WS IBEHEBI DD R, TR T =8 B hnizo
AKRDWTFNRDOTA FF54 Y THERIN TV,
i, A=A VT EREOTNV—ThbENE
NOREFH THEIREAT o 72 WIRERE - 29 —hE i
DG (b, LF AR, A vy —7xn
~-o, HDAC FHER], MR, ARBHS) Lo
HREx, KOG D2 % F TOHM (time to
next treatment : TTNT) % #§#E & L CREAl L 7z# 00
& IR — MFZEAHE SN2 wFhoWE b 3
FEROTH KT 2MET SN TB ST, first line %
second line PAFEDHEFE S X% < HEFFENTn 5 72
O, BB OHYRMEREH O RLE RO, &
EEXFEERNATADRDLT—7THDHH, TTNT
FLF /A4 R4 % =70y, HDAC HEH % &
MPEFRLE L D RO EATRB S Tn b, 72,
A% EEe 21 Jidk (3 —w v 314, KE4 F—A
71, 77V, HARLD BT 5, KRR I
BUL Lo #EAT IR IREWE - %) —EBEHES
(2007 4-~2014 4F) 853 N& Xt & L7z i s

DGR, KRIE ERE LAV THI GRS R 5 2 L AUR
SNTeH, BRI I BGED D i o 7z

?)Jﬂ:ﬂ( WHECHO. L2 AER T RN TR SN o7z

HAMLRE B L 0L H LR T, 3t

c:ia‘ﬁ“é*ﬁﬂ YAZRLERALTWBE I EDPHLNIZ
o TWBS,

WAREWE - ) — BRI Ll S §iR
DI DAL IR DOBAITH ), LH] - HHNZ
b S FALFIEDNC & B BRI MR AL TR L
12w, EATIIRIREREE - &) — RO =T
b, V) —EBERICN LT EEEE LTidfe
WEABINL VO, Iy rHREhoTVS
A HEAT I IR B IE I LT IERBIRS NS &
ED% o7z VP16 DIENIC X T &F g HEDR
PR 2 T 5. #EATHIRIREWE (i B PLL)
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oy —LMES iR oN2VIEEE, XBErHw
5. WEHEPHIIHE+1~2cm v —Y &350, M
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LMD, FFEMIEAHE, EHER2»S 07~1 cm
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B, 72720, XMTH D7 OO EAE D
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DRSNS,

i) M

ML 8~36 Gy 2 ETH Y, MEARBVITE
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NIEICK L CHRBRASER 2B LT, OF AN
KA R Bl Y » oSS - #EBEIT, Bk
WEDNEN L 72 HER ENET O, HRBHO T
HREWEH & LTid, RS (D%, TR L), &
HEIDH) & ZIUTRR T 2 EEYE R 3 5. BEda 65~
70 AR OISRz T2 BBETHNITA
REMMUFETH 5D, WIRERIE - ) —JEMREIC
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S ORIERERE & Pl L CHEM & TR 3 5 7z o bl
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VAT 01 75 BRI 2 & 723 BERE Y Wi AL i
AHCHITE Y, BT RE 2 BE DY i 55 AR EE DL
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I DEL b E7z, BRI 100 HHUREEICALNS
Y GVHD &, BEOEGOB KT 55K & %

D9 5.
3) BB - YU —ERECNT 2EESME
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(CIBMTR) 2t & 7z 2000~2009 4 1A b N 721
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1.2 [FHRM4RRE CD30 fFiE T gy ) (E5EE
B

JEFEME B CD30 Bt T Ml V) > 7 S S0 (35
SEVER R R L KAL) > ¥ (primary cutaneous
anaplastic large cell lymphoma, pcALCL) &V ¥ /X
iRk w95 AE (lymphomatoid papulosis, LyP) % i
L7eBE&TdH 5. 2 CD30 Fathd, £ IEREOFR
B DOSERDPEENICRE T 5182 2 b, M
R L E 2 bN, EFEVEEE CD30 Btk T Mgy >~
PNEFHREIEL W) H T T) —E2TBE L T 5. Hk
FRCEMEZENTE LW L H 505, FIRE
R BEWIIREERAL S, 2720, —#IZ pcALCL &
LyP 2> W 238 LVEBI S & 0, fEZ X LyP & LTI
REWD, HAHBZBR Y LT &) 2hE1E, K- —
TAVIRELIFEINE LD 5.

(1) FREMEEEARSMEAMREYD )

pcALCL B3R BMICL L, WIS (258§
5. 72720, ARBFIOWMEDH Y, WA GAEUIIEE
3 5.

BRIRIIZIE, HEEME R LE R ORI ORI,
i, R, RTREITEL, RICEEMLEE.
BIRD L VIIBHIEORMEMKZET A EbLDH
5. ZRTIHETHoTH, VU NEREERED X
I, TR 5 2 Lidd v, BRI
2R DD Y, Bk - HEREZE D RIRER D
H5bH. WEOH, HAICKY, FEE (T, BRFH
(T2), Z5M (T3) IZHEIhb.

MR, KRBV S B R BRE A & B2 T i
JIREZ 22 T — MRIZEIE L T bR &R L, £
MEE W H > TORETH S Z L%\, A
faix, REozAL, MREFSETHH, K2

D% % 759 Reed-Sternberg MR U 5. 4F
HERR IR IR 22 O SREM ORI EZ L) 2 & b b
L. SIS LYt clE, IS E CD30 Btk T
H Y, @ CDAMME CD8 R, ALK (anaplastic
lymphoma kinase) &%, CLA (cutaneous lymphocyte
antigen) Bt TH 5. CD3IEHEMETH H Z EHL v
B, BEEBL B L v, F72, CD25, MlafsENS
¥ (perforin, TIA-1, granzyme B), CCR4 2L IEXL
EBTEE 22 5. CD30 1 HAREPE R O T Al H ifi
Wi - ) v o8HE, HiSME NK/T A Y > SfE, Sl &
THHEIC R EDH Y, BREPRES R RS
EPOEmAPLEE 2D, WIRBREIZH S5 AL
BE - SR O HERLESZIC B S HTLV-1 7u 7 A
JVADE /7 1 —F )7 integration DA M, EBER-1
in situ hybridization 2 2 X DRIV EETH 5. F
72, pcALCL @ 20 % #£ J£ @ 4 ] 2 — i ® LyP T
DUSP22 % &t 6p25.3 1251 2 KA E hTw
5—)T, ZTOMDKERE T M) >3 ETiE, Fko
FHEITEED b, AL 2 B REE R S
TV itk ALCL L OENIEETH L.
8§ 8o ESE L, MBI 3D B\ IZ
e 1225 5 b DIE, pcALCL L IZBWiLwvw 2
LIl oTVDN, KEWELZDOFEY ¥ /8HiD A
WCREYD 5 & 9 RIEFIDYE, pcALCL D) ¥ 3
BEEWZT2TDBERERDH 5.

BT HPCDI0 I THLTL vy F I T N
FF o2&z 11O RCT*™ %K< &, pcALCL IR
LT, #BEOWREOH M Z BME L 783 %
V. —fZII9IZ pcALCL O FRIZRFTH Y, RN T
BOBNLHEITH, SAEEFRIITT% LHESNT
WaH  F 7 #wEomtt F Lo Kempf 5 OHE
I2& 5 L™ pcALCLIZK$ % CHOP#iz & L7:
ZRDERAL 213 90% (39 BIrp 35 481) & v o) v
CREZRTDOOD, 62% THIEZBEOTBY, Wik
REHRICIE RS hnwEEZ 5Nh. F72, Hapgood 5
DOMEICE B &, MR, REMOYEG, #MNGHEE
LT, ZRHLTRIEZ AT o 7206, RO %
BT o 2 BE XD BIFRETHHENE ST
2 P LloMmky, EEIZEELTwa pcALCL
DIEHETT ST L H P AL AL 7 & D IR iG 2 i
. RFREE AT L) b DITR b,

FRO L) ICHRERBTLENDH L L2 5,
LyPRKR—=F—F4 VHEDWREELEZZ 2, X704
FAVH, R CTHEEINA D 5 R % ) &) i
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M 16 REMUEERDEAMRED ) EDREY?ILTU XL

MFEE (TINOMO) Y >ogiizi (anyTNIMO)
BAEE (T2NOMO) 2% (TINOMO) PALRERA (anyTanyNM1)

-
- -
-~ \ 4
— TS Avg—7xA>vy LRI PRE
- f‘g‘%’g . » %%ﬁ?f%ﬁi 4 » LF /AR » EHLU X7 (CCRABHER)
7 Rl ; R EEML SRR (MTX, VP-16) TLrvEswT AEFY (CQ5ER)

FedHob. —figicid, MFEN, REHTIE, S5 YOI LTIE, CQ5sEZBME Nz,
IR & % ISR FT G RE A — R E 4 B, I (2) VVINEREZAE

BZO 2B LB L 72 %S, #BEomREz X LyP OFEJEEn Ik 4 7243, H4EIZ%£ <, pcALCL
L7z Kempf 5 DFEITL B ™, HFHITIERD CR LD EEITIET HEND D 5. NRBIOHES 5 5.
HI2100% (27 I 27 ), FEHEEIZ43%TH Y, 7 BRRIIIZIE, VUl 2 B I RE 1 cm B2 F TOAL

P IBC #EE  CR 2813 95% (20 Brp 19 1), FRFEE BRBIFELTIE, LEZTHA, fifibl, B
13 41% & IZIZFFORMZ /R LTS, WThOnhHt HE9 5 2 &2 &3, fEEoREIIBEED 5B
IZE L, HREIIERERNZCRONSD BMICREL HEETH Y, AN AT 22 %L, #

TR FHROEALICED S iz, 3 CICEHR HORZEDRIET 5.

ez PP A 083 7% <, FKOANFIYIERD 5 i3 FAREIIE, BMOTEERWRAGEEL, CD30
P T T TR V. 2RBOBAETY, Rtk 0 AR AN L 0 BSOS )~ o8Ek & JEicig
HUHTTRECH AU, RFTHERRERE R SN 5. & 3% type A, MO O & FEOMBL OB $
TLHEFR SN L MR L RN T, R R o % type B, KFIFEANLAT S — MIRISHGE$ 5 ALCL
WL, IOEA RS TIX 20 Gy (25 Gy x 8 frac- D type C, TEESHINEOFREZ AW D Tl <, JEFE
tions), Z AR HIEHIICI1L 8 Gy (4 Gy X 2 fractions) PERZ 8 CD8 b Mk AT P 22 B 1R 1k 455 4 T i s
ARSI N TV B, FEEHEEL, Rk Ta ? type D, MEHMMLOMEEREZIES type E I2H5H
¥ 0 — b TR 7 i ) R0 25 S L C R BT R 2 S TR e 7 END. FARRIITHRRE TR L, BARER - #a
FEBI T, (bR % G- g HBREOM 2 a3 AEHLCTEW AT 2B TH L. F72, Hidko X
5. MEOWETIE, BKHEOX M L XY - 5~ HNZ, T —EBIZ 6p25.3 DFFHERL % PF ) AEG] b Hify X
25mg/#) WHINRZ H —EIRE T L2MENSL NTHH, MR LB LyP with 6p25.3 rearrange-
Lo - ZIIMIIRFY T, [KAROT PR ment E\WIAHT YA THERIN TS,

K (VP-16) (25~50 mg/ H Z EITEH OFIIIB LT, FEARMIIH A - BAREEEZ R BTHRETH D,
1~3 0853 1~2 K3 Wik, 1 ¥ —7 1 vy LyP BRI AEGPHRICITEEL 2w, 72720, LyP &
WMEHEDZE SN L. 2H S ORISR T, HD0~62%12 2 WIEITH B\ IZFEIFICHEEN Y >/ #

ZHRIPEAML T IRE 2 IR 5. £72, ) YSHITRE D T H 2 EAHE SN T W™, &iF5 2 E kY
B \WIINEIE AR 2 &2 R L7ERITH, BEOH YAEE LTI, WIREREDS RS Z <, ALCL 3%
HOIZ LA ETEAIPAL A RREDEIRS I, CR A MUZKR S, 2O X9 7 2 RIEDEN) ¥ JEO G

ERINTEY, ZHPHLAREZIT) 2 LS ZIMRLTY, LyP OFPRIRETHY, FLTFIT4
L0 CCR4 BB ClE, EF L) A 7O ~6% & SN TWBRHM . FERERIZ, LyP ICHPET
ZZZTH I, K16 12 pcALCL 2319 2 iR TR LRIREAIEDZ C 3 IA TH Y, FREKTH
TR 2. MERFW R Y 4 71X, LyP Of# - FRICITE
Hodgkin V > 78R i1 ALCLICHW SIS X 912 a5 2%, type B, CTI&, B Y3l f
Gol2PiCD30 R TH LT L vV F T NFF 5h% <, type D TRV ET LHEDDH 5.
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HARTHE T 2B TH Y, BHFIIHEISLITIUL,
BHOLENT R, AT a4 RV, SRYMR IR S5
EHEREERTH L. THIEPRY, UHADVELHE
T 5 7% EBFH DO QOL O 2SMREIC 2 2 HEHI T
EHHRRPEREND D, ZOHRTIHEHEO A b b
L ¥4 — MR ZEHEIET 2 MGEHBL V. I300a
WEE LTI, XF¥FHor Rk, A v —T7z0 >
Y R R E D EE SN,

200) Wada DA, Law ME, Hsi ED, et al: Specificity of IRF4
translocations for primary cutaneous anaplastic large
cell lymphoma: a multicenter study of 204 skin biopsies,
Mod Pathol, 2011; 24: 596-605.

201) Karai L], Kadin ME, Hsi ED, et al: Chromosomal rear-
rangements of 6p25.3 define a new subtype of lympho-
matoid papulosis, Am J Surg Pathol, 2013; 37: 1173-1181.

202) Prince HM, Kim YH, Horwitz SM, et al: Brentuximab
vedotin or physician’s choice in CD30-positive cutaneous
T-cell lymphoma (ALCANZA): an international, open-
label, randomised, phase 3, multicentre trial, Lancet,
2017; 390: 555-566.

203) Benner MF, Willemze R: Applicability and prognostic
value of the new TNM classification system in 135
patients with primary cutaneous anaplastic large cell
lymphoma, Arch Dermatol, 2009; 145: 1399-1404.

204) Kempf W, Pfaltz K, Vermeer MH, et al: EORTC, ISCL,
and USCLC consensus recommendations for the treat-
ment of primary cutaneous CD30-positive lymphoprolif-
erative disorders: lymphomatoid papulosis and primary
cutaneous anaplastic large-cell lymphoma, Blood, 2011;
118: 4024-4035.

205) Hapgood G, Pickles T, Sehn LH, et al: Outcome of pri-
mary cutaneous anaplastic large cell lymphoma: a
20-year British Columbia Cancer Agency experience, Br
J Haematol, 2017; 176: 230-234.

206) Melchers RC, Willemze R, Daniéls LA, et al: Recommen-
dations for the optimal radiation dose in patients with
primary cutaneous anaplastic large cell lymphoma: a
report of the Dutch Cutaneous Lymphoma Group, Int |
Radiat Oncol Biol Phys, 2017; 99: 1279-1285.

207) Bekkenk MW, Geelen FA, van Voorst Vader PC, et al:
Primary and secondary cutaneous CD30+ lymphoprolif-
erative disorders: a report from the Dutch Cutaneous
Lymphoma Group on the long-term follow-up data of
219 patients and guidelines for diagnosis and treatment,
Blood, 2000; 95: 3653-3661.

208) Willemze R, Cerroni L, Kempf W, et al: The 2018 update
of the WHO-EORTC classification for primary cutane-
ous lymphomas, Blood, 2019; 133: 1703-1714.

209) Kempf W: Cutaneous CD30-Positive Lymphoprolifera-
tive Disorders, Surg Pathol Clin, 2014; 7: 203-228.

210) de Souza A, el-Azhary RA, Camilleri MJ, et al: In search
of prognostic indicators for lymphomatoid papulosis: a

retrospective study of 123 patients, ] Am Acad Derma-
tol, 2012; 66: 928-937.

211) Wieser I, Oh CW, Talpur R, et al: Lymphomatoid papu-
losis: Treatment response and associated lymphomas in
a study of 180 patients, ] Am Acad Dermatol, 2016; 74:
59-67.

1.3 T RERGRERAR T #Hfa D ) i@

B2 N R AR 28k T Ml Y >~ X (subcutaneous
panniculitis-like T-cell lymphoma : SPTCL) 8% T &
IHfRAC B LT3 % off 2 CD8 Byt &k T
MIZIZ L B UL EREINT VDY, ZFY »8
BHIZ 5 D 2 B L ATl 1%, RIRTIE23% &
WE SN TWR™M S, AW FhbHLl1:2T
ZYEIZZ N B 5O BAEIIZHRET 525, 40
TOFFEFIZL . IR AL BEAR D B T A
Wiz ZREAEL L, THRICHI L, K, BEEICD
AL 2%, EHELIEENRT, 6%EHE I TWEYY,
FERR FIMLER - M/IMORA, R RESLH 7 & ORRIRIR
TR E 2RO D 2 L%, HOIEBEERI b H D,
EHWETY) T =T AR = — 7L VR, B
V= FEO B CHRIERE OGN o i T
19%, ARIFHEBTHH10%ITA LN TN LY, fil
TIEEAEM Y 7~ b =52 & SPTCL & OIK - #l
FRAT R OFME AT HE ST »W 52759 20~30% DAE

ZMERF EAEGRE (HPS) 2 60F3%. SPTCL ® 5
SEEEERIIF 80% TH Y, HPSIEEPHHITIZI1% L
A TFHRRIFCH DA, HPS %4 U72iERI O 5 4EAAT
FIL 46% & FHRA RFIAL W0
(1) 2Hr - BE

I PILRLAR 3B TR II#RIC ) > /ST AR L,
HREAORE IR E A RO NS R0 5
HORI 2SHR G /N EEPIIZIZ 3 % lobular panniculitis @
BamL, Vo8 EMIEARIIMIIE 2 HCD %< “lace-
like pattern” 2VF % TH 5%, ARANHFRIYTIE %R

. B2 FIRIARR DI CRE e i 1%, 12 L 7oAk i
iéfﬂﬁ?ﬁﬁﬂ%%@aﬁ@&k# BREEICHL S
N5, fEgf i3y v o8fEMZIE CD3, CDS8, gran-
zyme B, TIA1 B, CD4, CD56 F&tE<TaHh 5. CD30
P2l o s 2 &b H 2™, KTFIRET
YOT MY ¥ /SR IE A D TARR & 7 UEREHAL & L

THFEINT WX H 12, HE Bt T o 85I K 7
Blhsds 5. voT MgV > /3 %2 B E S % 72912 BFL by
HEDOMERPLEETH 5.

BT IRIGRRLAM IR A 2 A U5 2 LI3MDTENT

HpBz 5k 0 130 (6), 1347-1423, 2020 (47#12) 1387



BEJ ENEB WA N T4 YURIRR SR BE ) ¥ Sl N4 v o v—T

HoHNS, o) N EEOEN D2 CT 2 PET-CT
TOERGRENLE L. F72, PET-CT ZBAEHRE
DOMENCHMTh 5. Bl WA T Y > 735
JE R R 2R RS 0SB b N BT AR S 7z 5, Fikik
HCHRAR A 21T 9 LB D 5. MOFHI D) o3 fE
AHE SN, HPS 2R d 2 HEIk, MAME SR )S
BTN FRMREIZLATIIZY. KRE2ELT YT
Tl Epstein-Barr virus-encoded small nuclear RNA
(EBER) FalkBlas#iids T2 2%, EBER 12J5H]
IR CTH 5. EBER Btk z & o TARE & 524
WCEEIETE R WD, MmoRFE & o2 EER R D
BEATINETH B.
(2) aE
1) HPS IEGHBI

ZNET, SPTCLICH L TIZRIEREATEA FR
IR MR, R, BRI, £
AOFRAL AR, EmEe AR &S £ S b
HHE SN TS, WHORFY) Y NETA FF4 >~
TAIFHATFR E T % DI European Society for
Medical Oncology (ESMO)*”, British Association of
Dermatologist (BAD)*'®O&TdH4A. ESMO # 4 ¥
4 Y TIZHPS Z 668 L T 2 WIERNII R LTI ENE
FEEATAA N EREIHF A 1 ERTH D,
B BRI IR OS5 B TR L b 5T
W% . BADHZA N4 Y CTREITREATOA FAH
MTHDBIEDPRHWMENTVED, TS DHRFER
TR, ZMIIE % EHREW7eiE 7% <, s
et R B LR IED A TH 5.
1) TR

Willemze 512 & 2 BRI DL HiFk i< X 2 5 Gl LN
e TIZ 63610 SPTLCIZxF L, #IG#HEE LT 36l
TR IEIREN TV B, Wiy CR &4 o
TV B PEEORBRIT L. 209 5 1HITIETH
FEIRZENTRS L BB R 2 1T L, CR & %o T
W5, F72, Go b2k 520034 F TIZSPTCL & L
THE N2 156 PIOLHEL ¥ 2 —Tid, UK ORE
PR 243 5 11 BB S AT b T
D, T HLCR»4H6] (36%), PRAS5H] (45%)
Thh, BRHFEZBL%TH-72". CROLHNI 1
U FoEMNERZRLTW5EA, 1HIEEH H TR
L, TOMDIEFDOFEBIIAHTHS. CRICEST
W VWERB X O BIIEZ O 154 B AL SR % AT
ENTWD72D, BUHHRDE DA TR O THHER L
HLwekEZoNhS, LaL, WNRGEHOER)ZEILE

W28, FREDVNHBICEE L, FEER IR ek,
MERIEA, HPS 7% & DA HREIR - 5 R A H R A
72 WREBNZ R L CIZEHEREO—>TH 5.
i) PR

AR EA T O A FREEIFNLE { OREFITH
1R, HRBEOHKS, &5 0IIMMOEETORE
W 555 2 BIE LTIRG- STV DAY, EIERE
A7 HA FERENHHIORE, H50viE2 s dEH
EMAAROARMEZ LR L 22 d i s ke,
Willemze 5 O BRI 78 Tld 63 B3 L, 24 41
(38%) TE AP AL AL DA O 4 i AuRIR S
TW5". ZONFUIRIEREA T a4 FNRk19
YIUARY V5B, ras LTIV IHF, XML
FH—b 20 ETHY, TNLEOHMBITVTNR
OB TbI TS, CRIZ 1661, PRIZ5H, 3
BIAISD $721E PD TH Y, ZR)FIE 8% LiF SN
Twb. CRI6GBIHF IBIAFHHR L TVRDEAH, ZDHE5
BUIRIE R A T a4 B F 7213 iz £ o
HECR LR >TWA., BHRHEICH L TCHOP & &
DEHHBEE T SNz0E8HFITHY, D)
B 3BIDCR &7 o T B, H5RER T 14 Flid M55 A4
17, 6 BIIAEHELFTH D, ABIHIHEL TR, 9
+ 3BIHHPS G PEL7ERITH D, 1 FlIIMHHIET
H5b. Go bD 156 BIOLHKL € 2 — Tl 20 B CTHEIFE
REAT A FARAMEGERE L TERSN TS
D, CRIX30%, PR20% CTZ%I# 50% Td - 72%.
Willemze 5 O i & 0 & BRI D13 vdT il
N U SEDREBIDE TN TV B 720D DS 5.
CREITIZATOA Filme &HIi26 7 AUNICHER
T HED% A5, HPS &0 L T 4 FES]Tld
JAET36 A HUL EORMTEMZ /R L T 5. ’IERE
2704 FHIRDAATIZY 70 28 » 46, 70
FAZ77IF3H, APFLEFH—1F261, 70T A4
TIYNVIBITHY, 4BIDPR &% 572 CRIZ Lo
72, TNHOWMEDIEINICD AT AL FRIRE 72135
PEINHIH O B L AR L LT, D VIEEH
PERBEECARIGE TH - 72 L CHifT L CR &
oo 72D S, HPS % 40F L CTw 72w SPTCL
ERIIBN D72 0 SRR Z < D R 3RER R0 H IR
T LIEBD D % % EEMTHREIEFTH Y, WIINRAHE L
LCIREBEEA T A FAIkZER EORBER DR E
woswEyI e Ebhs, LaLl, R#HE, 5
BRshTniw, F7, BIEREATaA FHRT
RIRDI 2 WA IS HIOE AL HREA R & %2 5.
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17 B TEERARRER T #ifay > ) (EDBEY ILTUX L

[ mpagEEEassl | [IHasEBRREHBY |

[ Ti~TonoMo |[ Tanomo | [ Ti~Tanowo ]
/ ,’/
/ P oa”
=R
/ pmp— (Ca6=58)
2
N BIERBERTAA KR N .
BEHREUE and/or G IEIF] }-—‘ ZHIGFRILERE

i) AP

LRI RED R A 71 4 Rz
A& D bZENE, BHUIMPSENL TN D &) BIRER
F=F SN TV, Willemze & OGEBIEFERFSE
TIX 63 BT L, #HIGH#HE LT 31 Bl L AL
FFEEDHEAT ST 229, Z20D% { HYCHOP F 7213
CHOP BB o Z A AL HRETH 5. T b OFEf]
T 1961 (62%) A3CR, 3% (10%) PR TH Y
BRI T2% ThH o7z, BEHHITRHBSI ATz w
A5, R T CREFOFRIL 2B DA THS. CR
WCES Lo ERO S H 2 HNIRIE R EATaA F
MR, EIBREATaA FE XML 3 — M
HTCR ER>TWD. —J, Go 5D 156 BIOCHRL
Y2 —"Tl&, 60%IC CHOP % E4k& L7222 %] b 1L
SIEAAT S, CR21 41 (35%), PR11# (18%)
Tdh D) BRYFIIH 50% TH > 72,

NS OWEIT X B & LA R R B
A7 HA FARZE: EOEHR & BRRICKELEETAD
Ny, AP HRES B CRIBEEA T,
WIR TR R > 7EB b 3 5 720, HPS 2 &0F L C
W2\ SPTCL K LT Ak b7 05 ml B B B
A7uA FARZEL D SHSPITHR) & V) L
ZLw. IS OREFIERIIZED 7 — ¥ X EIERICE
HIOE AL % HifT L C w2 S B 720, %
HPEALF O AR T ET 5 D DO TR WD,
Hik o & 912 HPS JEE DB 0 5 4F 7513 91% TH
0, EHGFRIIEFCTH D, HPBUTBERE LT
R EA T O A FREEHRFIISEIRS N T D7
O, HHREHE & L TR REASRIR S T 22 W IE B
THAEMPRITEL LHEN XD, SPTCL TILwE eI
(2 oSERELIAN O B T IRk S & O REB 3D %
ZENBLHPERLAEIE AT O A R EOBEET
WEBZ LA, T AT7a4 Pl X ) Ex
THREBIAEISI IR D EEZ BN,

2) HPS &6l

HPS A0FBIR LTl S HI0F AL, B R R
AT HA REDITERYFIIML 0, L HI O b5
HEAYHPS AP K L CRIBRBEAT A FED b
— BRIV EZE A%\, LarL, SPTCL 0¥
SEBEMESEIXIE 2 A L AYHPS T 0, HPS A BB
L CTZ # 0 AL 200 %0 3 I Ml R R A D P (b
WEZ AT LA CTH - 72t b b 5720, HPS A
BNZxF L CTREHIBERAL A RIED O S5 2 hEhd
WSPICT 52 LR EREETHY, CQ6 THY L
\F72. %3, SPTCL OWHHET VT AL %X 17 1R
El

X Wk

212) Jaffe ES, Gaulard P, Cerroni L: Subcutaneous panniculi-
tis-like T-cell lymphoma, In: Swerdlow SH, Campo E,
Harris NL, et al (eds): WHO Classification of Tumours
of Haematopoietic and Lymphoid Tissues, revised 4" Ed,
Lyon, IARC Press, 2017, 383-385.

213) Willemze R, Jaffe ES, Burg G, et al: WHO-EORTC clas-
sification for cutaneous lymphomas, Blood, 2005; 105:
3768-3785.

214) Hamada T, Iwatsuki K: Cutaneous lymphoma in Japan:
a nationwide study of 1733 patient, J Dermatol, 2014; 41:
3-10.

215) Ohtsuka M, Miura T, Yamamoto T: Clinical characteris-
tics, differential diagnosis, and treatment outcome of
subcutaneous panniculitis-like T-cell lymphoma: a litera-
ture review of published Japanese cases, Eur J Derma-
tol, 2017; 27: 34-41.

216) Willemze R, Jansen PM, Cerroni L, et al: Subcutaneous
panniculitis-like T-cell lymphoma: definition, classifica-
tion, and prognostic factors: an EORTC Cutaneous Lym-
phoma Group Study of 83 cases, Blood, 2008; 111: 838—
845.

217) Bosisio F, Boi S, Caputo V, et al: Lobular panniculitic
infiltrates with overlapping histopathologic features of
lupus panniculitis (lupus profundus) and subcutaneous
T-cell lymphoma: a conceptual and practical dilemma,
Am J Surg Pathol, 2015; 39: 206-211.
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Harris NL, et al (eds): WHO Classification of Tumours
of Haematopoietic and Lymphoid Tissues, 4" Ed, Lyon,
TARC Press, 2008, 294-295.
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ous lymphomas: ESMO clinical practice guidelines for
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Suppl 4: iv30-iv40.

221) Gilson D, Whittaker SJ, Child FJ, et al: British Associa-
tion of Dermatologists and U.K. Cutaneous Lymphoma
Group guidelines for the management of primary cuta-
neous lymphomas 2018, Br J Dermatol, 2019; 180: 496—
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1.4 AT fifagmss - U 2/ \EE

(1) #1EH
1) &%

W T MBI - V) >~ 28  (ATL) i3k s TV
YOSERIAPEY A OV A TE (HTLV-1) 255K THRAET %
T MNIES T 5. HTLV-1 O EGARI I I3 R
LI BTIRYE, BLMOKFEREREDRD 5.
HTLV-1 ¥ V) TIEHARLZETII0 FALHEEENT
BY, endemic area TH A I, M7 & OVHR HA
122\ 8, SEAERH % & 2 F Tendemic area Tl %
Mo lZHBTHEIMLTWA®, Fx ) 709 bigEED
X Z 1000 ASATL ZFIEL T B EHfEE SN TH
N2 23 ) T7THhHDATL DFFERIIZHEBEEZ S
NTW3. F v ) 7TEEROBLIIZHEDRL L VA,
F ) TRIBERE EHICER L, FoMEmIEtkic
BETH L. ZHEOF v ) 7THE LA, KRG X
LIWBNHLHEEZ LN TWE™, RIGE-TIX 1987 4
Mo, FBEREBRLEHIFRZ & TH 1990 4400 5 B
TGRS TbI, SO OHIBETIEF ¥ ) 7 AR
BUTERD, BIRRPHEEZ: EoXRMETY v ) 7
AHEIM U 72, & D720 2011 455 5 13 & F Tl sz 12
BIF 5 HTLV-1 Yk AR AL 20, BT &Y
SHRAHBE SN TN S,

ATL OFEHEF#1d 2010 4E~2011 4E O AFEFHH A T3
HHLfiE 675 e & G SN THB D, 1988 4E~1989 40
AT 584 %, 1996 4 ~1997 £ 61.1 sk & g L
THEAFREL T 5™,

2) fEIREEEHh, fWEIDHR

ATL BE TR IR ML R 72 5280~ o8
ERASHBIL, EMIE (flower cell) &M:ENS. F72
U oSHlENE, KRS, FUE, = LDH IMUAE, &
ANV AAEZR EA A SN, HALEIRE DRI D
Ry, FEE L L TORMIRZIL ATL @ 50% F2E
E BB A LN K IR ORRIR R IL, R,

FB, AHEN, W, KLEE, B2 TRSHEN, RBER LEE
Thh, KBOIA TETFEVPHETLLAEDDH
B F i REHEDOHEE KD FHRETTH
%% ATL B#E O 90% LA L ClES Mz CC 7 €
HhA4 Lt T 5 —4 (CCRY) BREHL T3, F7-
CCR4A DIEBIAKRDV FHRARKTTH Y, KFEHEE
LG LTwa®,

ATLE 1) IiEpt HTLV-1 Sufkp Bstk, 2) 558
ZRFORMMO TG ) ¥ 8B E 7213 88, HLE,
B 7 E DRI X MR 2 ATL OFTH, 3) i
B A CDA+ I Z RS 2 &, 4) v Tay
MEIC &) BESSHINLC HTLV-1 72 4 )L A DNA @
T/ 7 u—FIVEHMABRARDR DL LTV BHIS I
55 FEEOBKRIZBWTIX, HTLV-1 a7 A LA
DNA O ¥ 781y M X 20 RBE A & % -
Tz, i HTLV-1 JuikB o RKigtk T M)
YNEZ ATL E LTS Hi5dbdH b, Lal,
HTLV-1 F % U 7 L2 RIRERE - &%) —iE
Bk, T OMORME T ML) >3l & DR D720
I2H HTLV-1 7a 2 A VADE ) 7 0 —F gk
AREANT L ERIEETH 5.

S 512, ATL X T DRGSR PROE NS [EE
B () oosj@ERl ], (s, [<3anil] o 4%
A shs (127, BUERITFEARKNT
(LDH #f#, BUN &fl, 87 V7 3 Y1) OF IS
LD TFPRPRLD2O, GEHbDINTHE. &
PR, ) RER, PRABRNTOL L EMEE
aggressive type, < 30 H, FHARKTORWE
PE# % indolent type & 73¥H L THB ST PE S
% (X18). F72, KITXRVED) LEFIHEDL D S
bz [EFEM] & LTHET 2560555,

3) F&

2000~2009 4E & MR & L7z ATL & O TR IRNT K
. (ATL-PI project) Ti&, AAAHREHILE (median
survival time : MST) &, 2MH 8342 H, U »/¥
JERY 106 7 A, FHRARKETFOH @R 2 270 7
H, PBRARKNT-OZRWEBER  RFNHE <FH)H:
46 THY, AFAAFRIENETN, 114%, 162%,
29.0%, 60.0%, 51.9% & iy S/z®, [FAHE L
JaRhiZ 2\ 72 8o MST 2 &R : 140 4 H, V)
POSETY 139 A H, 4 FEEAARITENR TN 27.8%,
323%THY, BHIZ X ZEFHRMOERAIHIFRETE
55— T, 1974~2003 4F & K4 & L 72 Takasaki
SOWE T, <FTHADAEO MST 12294, 5448
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= 12 ATLBRKRREIDEZHHRE (Ot 233 Kb5|H, —35tdZ)
<TisibEY 18147 ) el 208

D) CEREL (/ul) <4,000 =4,000 <4.000
FE ) ERE =50 *2 HD*3 =1% HO*3
Flower cell *4 *4 TU oh
LDH <1.5N <2.0N
f#E CafE (mg/dl) <11.0 <11.0
EERE

BAN: (=W N U Hh

HERE *2

FRZE *2

FFEEA FU

FE YN FU

AR AR U L

=] FU U

@K Zy"; U

fEK U 290

HEE TU N0
ZEHHF DRI TIRRE S NDRAELANDFRIIFFENC EZRT. N ERBELIR
*1 D EERICBAS DR ATL #lAZ, *2: RAEMADES ) ERD 5% Kig T
<THDBRIEEZEINDICIE, FEDDVIEAICHEBEZNICIEEREND RS SN
BDTENBETHSD. *3 KEMADERED >/ ERH 5% Fis CI@MiiEz(E
22U EZHTNDICIE, BEZNICESRENERSNDEDNETHD.
4 ATL ([THE#M7E flower cell BERHSNTH L.

18 RA T #ifgEm® - U /\EDEE7ILIY XL
| ATL |
o - i FEym
SR Y \fERY <FHRIARAEF> (B E*
HY 7L =
Aggressive type Indolent type
ATL ATL
ZEIGRIEEERE Watchful waiting,
(VCAP-AMP-VECPE% . CHOPERRTRE) | aminit Skin-directed therapy
+EHLYATT (RIMREE, EHREE.
F= LF/AFAR. 1>2—7xzAVy,
i N
&
| mEsh@EBE | B
EHLYRATT, LFYRIK, *RFEMEREEREE T, RIS ETHED
BB L2 EE. BRRAERLE HE L, aggressive typek L TAET 5,

FHR12394% TH Y, Lt ATL-PI project T 5 4E4:
THRTH494%THLZ D5, L THRNHDOTHKIE
VLD RIFEIIEZ R, DYETHRER & MM
BrofkFE b7z §8) BB OENET ATL o7
BT CIE, 26761 (K5 R 1186, FHRARKN
T OB 43 6], FHRARKNT-OH %1818 106
Bl) BTG L 2D, 139 Bl caMifbo o4y

L gL b, SECHNE 120 Bl L FHE STV D
(BiggiM o gfii24 7 ). PHRARKRT O 2 Wigk
RO A O Ik 55 4, <3580 B TldRE
FETH - 72, Indolent type E RSN TV 575,
THEORBETH Y, HEERCERBBIENLETHS.

IML3% SIL-2R A0 L 7= PRI & LTy S h T
B9, 6000 U/mL P HEFHEAR, 1,000 U/mL LUF
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TP HRELE SNE™. FELRBRE W) B2
(&, ATL @ 4 D OERRFE % & &<, R, R
AN PR R, Z58 B RNE R, i
I FPHARE KEBRAPA. L FHRT & LT
EENTWABE?, Skin-directed therapy % 5 ONIZ4 &
LD AL % AT % indolent ATL (2 L CTHA
FHROWHENRERT Lo 2R T E T ¥ AL
FES TS, BYEE, <35) 8 ATL o414
KRR L TRFTIE RN E, FREIMT LT
WFThrl eafliidl, FREEZEICTHEDAE
ATL \Z%}9 % skin-directed therapy 3 & UE L) 742 ¥
A3V TOEGREDOEANIL L VPREENEIN
b. KTEDIDHTH L EIERZ I L TRED
BT T BB TR GRELZBAT 2 LE DN H 5.

RAA RKIT A4 2 Tlk, ATLOEBHEIH LT
skin-directed therapy 233 & % BB %5 . 4 Gti:
DFEMIZ OV HARME AR OB MARESE A B 7
4 eI NI, ATL BEISA LN 5B EIER
LT HRRBENED L. ThbLAM, HEtEY A
W AVERE, TR RIEfHRE, RIEMAILAEZR &, HTLV-1
EYed B\ I3 ATL FREHE D SRR LD B VIR
A & o THEL L RN EZEREIRTH 205, KA
A FT7A4 Y TIRIISDHBIETRD L.
(2) aE

WIERIEHED aggressive type ATLICIEZHIPEHAL
FRENMTbN A, AITIEFIZ VCAP-AMP-VECP
#: (modified LSG-15 71 b I —)v) % CHOP #¢ik
HHVEZFNET ALYV A VPSR TWwAE, K
T DL Ntk 3L R ER R R © VCAP-AMP-VECP # ik
& bi-weekly CHOP #i5: 0 LI AT b, 56 1A
B H T, VCAP-AMP-VECP # % # %% bi-weekly
CHOP #EHREL ) & PRI CTH o 7200t L, 56
WL ECIIEBREDALON L7220, ZD70%
43 Tld VCAP-AMP-VECP #IEAEIR S N B Z &8
%\,

BETIEINSDL Y A VIZEH L) X THBEH
SNDH T EHL A, [R5 I 5 L e B A i LA
L7236, Btk GVHD A EAEL S 2 n fe A5 He
SNTHY, MEBMHEZHRE L TW2EIEEN L
) AT DBIGN DOV THEEH W 2 LER D S
(p.1376 WIREAIEDIHZ ).

#E7ETlE bulkey mass A E R VIERNIIR LTl
interferon (IFN)-o & zidovudine (AZT) Offf#:
(IFN-o/AZT #ti) bEERHFDO D ED L ENT WD

A ARITIZRBGE & %2 > TW W,

BAMEERE TR SN HAE, HEE (B
BLART0EEE T T) T PS A EIF 72 1 C & [ A i
Elfa i 2 ZRE T 5. i PS AR & TR
ISR S W ERBEPBMENEL Znihb
(X, CHOP#ER T NICHBT AL IRV EEH LY
AR T R MAEDEIEHREEIT) . I, BRI
L CORBBBBIIFEL. I N TR, BT L) AT
DGR, L+ FI N, EBRRE Zoftio
HARLFRE e EBEEEINDE. INHOEFBED
FERN, HARMESA S OGMEES 714 K94 21
RERLLET VARSI N TS,

Indolent type ATL (K XD EEFHARKTD
BWR) T, BRERZED R WIS, EELR
FHERZE (watchful waiting) #1479 . #/ Tl IFN-o/
AZT HFEEDPT LN T VLA, RIFTIL PR E &
7o Tz, BUE, indolent type ATL % %412
watchful waiting & %\ % IFN-a/AZT #EEDS v ¥
2LHEGEABR S E it TH 5 (JCOGLL1L #RBR). K2
FRED B B YA I1IEENTH T 5169 (skin-directed
therapy) #37H M 5. Skin-directed therapy & LT
ZERILR RS, RPTIC R, aaRk s LTk
F /4 Pk, IFN-y#&E:, HAOWNIRILA#E R &
A b b?. £ A1) X< 71 indolent type ATL
WZxh L CRERRRBEATT b CE 53, M Tlde
DRIRRFHRICOVTOIE T Y AF %\,

KTRYVMDH L, FFIEREZIERL, Ailfbs
Mg % 5RO o\ [EUSEPER IR Y | 1%, Sk
WCHEATL, PROARTHZ2ELED0% 0720, JERS
HEATHETH DA aggressive ATL 12HE U724 5 ¥k
HEE1T9 . B U T skin-directed therapy & ffH
T2, BMEREAHEED L VIEREETH Y,
w7 WA 13 skin-directed therapy 24TV 235
HEICEREZBIET 25605 5.

1) #EaEREHRR

FEERHEIR %2 £ED 22\ indolent type ATL Tl MG
MBI b S, Bk o X 912 sIL-2R A% F
BRTOOEDL R D0, FRHBIEROREL LTH
MEZEZON5. T/, ISR HAIREGIEIC D
HEPLETH 5.

2) EIHREE

ATL OFFFRIB T B BRIV O R R 2 3§
55 ALK T v ¥ 2L E KB % .
PUVA BEEIZOWTIE, B UAMI S IREI AL L 72
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Bl % &7z ATLFEIOE I3 5 22 Bl o Bl 4R 58
T, WHEHBITIZ 4B 4AHIA PR THo72DITHL,
FFPITIE, 9BIh 7 BIASPR, 2HI25NC TH - 722,
BB X BR)R T, ALBETIE 7 F 6 5123 PR,
1 BIASNC, 9B Tid 3 28125 PR, 16IASNC, #5
i, 3B 3BISPR TH o 7z L i ST 5™,
% 72, narrow-band UVBIZ DWW TIZ L HBI TOHEIE
%L, FRRBICH L C—B0RE % R L7E RIS 23
HDHORTEH B,

OV DS R T WAL H S 5 ATL O Pz ik
THEV)TET Y ARV, BEHEICH LT
HRMESHIFRFCE 2WRIETH 5.

3) MEHREE

BB IIREDBRIF T % ATL 1233 2 B #i o
RIS ST 5 2R OFET ¥ & 2LHEGRER X
v, DA b IREDETE LBl & & 72 ATL
DFFFIE T 28R 2 BGT L e B RTEZE T,
WIEABIF 46T CR, FHRE1HIFR 1IBHTCRPES
TWwb (RLBE 1B, #6260, W2 60). Zoldn
10810 ATLICBIT %Y ¥ 758, BRI 2 )
B O R R 2 M) L 7R ERIIZE T, SRl
LB, <F5)R2610 3B OREFREIR, T 10 WZEZ
3 AR R S 40 10 W, 59EZ T CR,
%0 5T PR 2R SN, HMEHPAN TORRIE R
Wb oo, 31 TREEDAOHEEZ RO T
B4 ATL O RG2S 3 2 w8k (3 55 e
N BRI 2 & OIS 350 2 FEFESNHI R 2R
PHIRECE, WEMRHEE LTHHTH 5.

4) ULF /AR

ARIFCTHRIEEINTVDLLF /A FIZZ L FF— |
EMLF Ay, REFUTUAHL. wID ATL
W L CTERAKETH 505, AFBTIE ATL O B2
BIINTHZMLFF— bORMEIHREINTS
0 A% AT 5 indolent ATL IZHWwBHNIT
W5,

NFHFET V2OV TIE, BAEOARFE T oMK
B THIRY Y8 ETh LD, HERELELHETS
indolent type ATLB XY, 1 L ¥ X ¥ L Eofbaa#ik
TEBBEICHEDPIREL TVIEBREEEKD
aggressive type ATL &5 & L7245 I AHRERAMTH
NTW2d (2019485 HEERD). %&b, ATLISH S AL
F 7 4 FOHFRMEIZOWTIZ CQ7 THLY FiF7-.

5) 15 —JI0OVEE
B CIREDSIRE T 5 ATL 1239 % IFN-y D) H

KT 29 v 72 LR OET v & 2L 72
V. 1 PEOREFISERTZE T, R ISHELRET 5
ATL X E 22609 5, CRAS56I, PR2STHIT
ZRFIE 545% (22 B 12 41), CR % 227% (22 1
h5B) TH o 72 2000 4E 2 5 KR B IFNy
(IFN-y-nl) #5#]75 ATL O Bz F§REIRIZ 0 L C PR
Tho7eh’, BIEZEE - WK T ER>TW5.
AT 1A ARSI R T O FE B A
HIEC & BEHETH 5. AITIE 2014 0 S IR
BAE (WIEREM 2R <) B I — RIS
it L C# il A 2 B IFNy-la (£ &/ < v 7 Ay
1) DBRBGET & 72> TW A5, ATLICK L TR S
NTwa A vy —7ua#HIE 50,

6) BEFNtFEE

)8 HRZ % 49 % indolent type ATL 1%, Hidlo X
INCHEBREE DLW L IR L TPEPARTH
B720, ATuA FAH, RIS, ORI
& O skin-directed therapy % L'/ 4 F, IFN-y#ik
7 & D& WU CIEREM S HEEE 2 Y,
DL HIPE AL HREAEIG & 72 & e WIEBNIR L Tl
KRN OLFEESZ RS NS,

BUE, ATL I3 2 HAMLZ L L LCid, #OW
fR#IE LT VP16 Y 7V ¥4, LFYFIF, X
WEEAIE LTEN LY AT, XV MRS F hE
Hahsd (LFYKRIF, L) ATICO0TI}
%k 5 %). ETORKHRNE ZD1HEDIT ¥ 5724
L sk BT, VP16 25mg+ 7L F=vn v
10 mg o3 HWR#E: (8#1) & OPEC/MPEC £ #Ifif
FAbEERR: (79 61) AhEd &, MST i3 Zh2h 180
AH, T1 ATz HEINTWE, /2, 7
Bl ATL 2%t LT VP-16 & RIRE 1 5 (25~
100 mg/H) %47\, 7409 4 41T CR (CR 2 57.1%),
1BITPRAME SN, BRIFEILT714% THh > 72 L DG
bdH D5, BEERICH T 28R ICo VT, VP-16
50 mg @ HWAR (3EEE, 28KEL1 77—k
L, 47 —)Viif7) THRHIEDGRLEZBOTZL WD
WMEP LR INTVD™ . ERREEZAT A THR)H
ATL 62 Bl x4, WA H#R L LT, RUsRs,
AR & & T skin-directed therapy O & DGR
29, #EC1 VP16 25~75 mg+ 7L F=vur 10~
20 mg OWIRIGHRE (2~4 W¥IE, 1 BIRIED 2 i
HH VP16 &7V F=vwa YftH  EP) 1461, EP
+skin-directed therapy iG#H#f 19 Bl & ILEL L 72405
BIOWIIEDS S 5. 2 DM T id EP + skin-directed
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therapy #ECHiod 2 B & ILlE LT OS, PFS & b I2EN
TV EMEEINTVE?, VTR H IO
TV F=varAikeoff T, S ATL IS
% % KO AL AR TR L 72 B IR 22126 L T
CR 2% N/ ER™, CHOP #EEEA Ry D ) > /3l
B ATL 2k U CHUMRE € 2 4 DL E CR 254 R T &
TAEBIE, ) 2 oSBER ATL A3 2 [l Bl 53 o i i
FEREIR P58 L 22 BRI DS Y 7 F 4~ 400 mg/ H
BIO7L F=vnra 10 mg/HDOWIRTHBE L 725
B0, atkin b L2188 8 ATL ISR LTy 7Y $4
& VP-16 ONHli & B LT 2 £ CR AR T & 72
FEBI A3 SN TWD, BEWERZ T TR, &
MRS WS ND 05, ZREITOMIHPLETD
5.
7) ZEIHRBIEEEE

HAL BRI 0¥ A 121, aggressive type
ATLIZH#E U 7= 2RI AL A E T b S . £ R
ALFAFENT DWW T H AR 7 25 DB MAFESS 77 A N
FA Y EBHI NN,
8) EALURXYT

v MEBLCCRA £/ 7 0 —F VHEEKITH Y,
2012 4% 5 HICZF5E £ 7213 8B D CCRA BRI A T A
Fa s - U > 5fE (ATL) OEHFELE LTS h
7z, 2014 4F 3 A2 5137558 £ 7213 #EG o CCR4 Bk
OKMEVET Mgy > 78fE (PTCL) 8 XU CTCL 128
IR EN TS, 251, 20144 12 H 18 HIZ
1, bR O CCR4 Bt ATL % IS &
T —EETEAEEIRFLTnAE, RITEMmIS NIz
CCRAFGMED I F 7213 B D ATL I3 2 IR 1T
MR TIE, BARERRTOZREFE500% (26 Fid
CR 8%, PR5HI) &mVERRMESH LN, o
THHRFITKRHIMIEZ (100%), FERimZs (8 5 1)
TORRDPE N EE SN, HL, KRR
1 LI AP o b ik 2l d, H o L@k
X0 Z%) (CR £7/213 PR) Mebhizo, ¥/
FHROZMWR, ) CERE N TFEREARRTFOH 5
BRI ZNLE LT, ARG TIrbh7zb D TH 5.
% - HEARBI T oA & DR, 38D BRI
LHFLF ST EHVOT, HHICHIZ-> TIHE
BEIHEISZ T 2 0ERH L. —F, KBTI
MiE#HMEE LT, GRS (89%), JEEL (82%) 12
KNTEBE (63%) TRBEEIHREIN TV,
Grade 3LLENS5HBIHY, AT 4 =T VA Tary
VHEBERE R EOFIEB D A HNT WS, FFEE LK

KOG E OFEIVRRINTBY, F72, 81
G 1 ¥ 5) o&GHHO S 5, % o5 HE
BRI EATE LTV h. 512 hHzo TdH
BEEWS S 2 T REBESLETH 5.

F 72, 2014 4F 12 H121E, Ab2EiRih# o CCR4
Btk ATLAC b #IRALR S N7z, ik K o
& 7o BRI O R RIL, (LR IR O 2R,
D Y SER R P RARKTFOH L BHEMTHY, £
72EH L) A= T & VCAP/AMP/VECP ##ik & o Bt
M CTRERA T b, ALFRERBRONZ BT 2 HiA
TOMMBEBRE R, K TRY)BRRLPRARKTO%
WBSER 25t G & L 2R BRI T b LT v,

F 72, BT RO CTCLICH LTid, 2018
48 AH HAIRERN B L ORI RO —HZE H A KR
Sh7z. WEEMIZIZ BT 5 CCRA FEBLO A Il DFEREAS
VI TR % o 72132, 1 ERMME TS m#k5 Lz
%, 2B TR T 5 2 LIl ko7,

9) LFUR=ER

L) B FIISERESECTH Y, w5
VZxtg 2 AR B SRR & 0 PUEBS AR & S H S
. PERZHMFHMEOHHICHCONTELA,
ZF 723 FEIRD aggressive type ATLIZXH$ 5 E N
ITHERERA T DI, BERH 42%, MREAELLANE O
Hgefii 38 7 H, AAFII o s gLl 203 7 H & v 9 ik
AR HNT. ZoESNS, 201743 HICHEE
72 3R TED ATL OE#R & L TRR I Nz KR¥E
ANIAIRIETH D, Ik THHTE 2R 255 %
A, BWER & U Tlfrb kA, M IMIGEA OB A
Wiz, I MRA %2 17 9 % SRR VRS
VETHL., RFEELRIET S LAHY, FITE
HB) AR TIEHRNARH & e L 7B A5
BN D570 EEET S, T4 FoA
NFERTH 5720, MIEOIRBENSLETH L. #iH
WEHERE T 72 38EBED ATLTH Y, % 72indolent type
ATL 235 & LZIRRBRIIfT bR Tw e,

ST o

223) Satake M, Yamaguchi K, Tadokoro K: Current preva-
lence of HTLV-1 in Japan as determined by screening
of blood donors, J] Med Viol, 2012; 84: 327-335.

224) INHASHE, B oW, RANEHEZA 0 RO T Ml A i
% - ) v 8HE (ATL) AEFAE, BRI, 2011; 52: 1765-
1771.

225) Satake M, Iwanaga M, Sagara Y, Watanabe T, Okuma
K, Hamaguchi I: Incidence of human T-lymphotropic
virus 1 infection in adolescent and adult blood donors in
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2005 4F WHO-EROTC 435" CIE S8 B2 i B il
D YRED 1R E UCREIR S T 72 R 3
#s BAIY) o8 (primary cutaneous marginal
zone B-cell lymphoma, PCMZL) (&, 2008 4@ WHO
SIFEEE A BUTIZ B I SEASHIBR S, [EAME] il
B ) oo SELRET M AT 1) > 28 (MALT Y > /%
Jii) (extranodal marginal zone lymphoma of mucosa-
associated lymphoid tissue, MALT lymphoma) (244
Fah, BAED 2016 EDOLETHUICE 520, —,
2018 42 EI » WHO-EORTC 43 Tlx, PCMZL % #h
JEE B ) > o SRR B M 0 AT ) > 2SI WS S
3, ISR AT ) 2N (primary  cutaneous
marginal zone lymphoma, PCMZL) D% Fr% Bie 1L
TWA™, ZOMRiE LT, PCMZLiE24% 7€ b
WCHTAIENTELEMIINTVE® T4bb,
% { @ PCMZL \3Mulifi# i se & 1382 0, 1gG, IgA,
ISED 7 FAAAL v FENRIETOTY %25l
L, CXCR3DFEHE KL Ls3hp™™  —F A
@ PCMZL i3l s 53 & W U X 912 IgM & CXCR3
ZHRBLL, KR EZ GO LR T VE SR TV,
o T, BIBEDHFIEIZ L - T, WHO-EORTC 47414,
PCMZL Oy 2 ER L TWBE®, KT A4 Ko ~
T, 29 LEREGIHETHEMA ST 248
D, AEEEE Y O SRR M DR ) oS &

PCMZL & ASRIEL T 5725, EARMICIZEFEED
FEB 2 R RAIZIBRT VWS Z &% THI W22 & 720,

REIGERE ) o 2 SHLRR S AV 0 i 1) > 2 N & g
g gty o8 E (primary  cutaneous  follicle
center lymphoma, PCFCL) 127 # EiF® indolent #
ELTHHENS, 22T indolent B L TWH %
F LT, TOBEEHTEIIOVTERS, KIFIZBITF
% indolent #EIZX 3 2 G DG 1 BIUISFGUIBR R
BUSRIRETH ™. —T, LIEREB] R L HPH 102
AT HAEBI, PR, ERAEVEEENS LTI, )
V¥ U= 7 HAEG (HIRN) 258IRE 5" (419).
2008 4£® EORTC & ISCL 12 & % K7 ) BAlfg Y > /1)l
xS A RS XU, I/ BRB YR A 2 AT
% PCMZL, PCFCL 9 %45 1 BIGAHEI, W &
RIS E AR E ShTw ™. £
FIRENZ DWW T, wait-and-see, J&) T e,
ZLTY YRy THARS @IRN) 287570 T
WM =T, JRNLE/ BRIRPERZA £ 7213 SR 212
NI LEOMOEHEE LT, IFN-o, VYV F I =T
R, A7uaA4 M, AT7uA FREkS, £
AL BRI STV DAY, RIFTILKRE
ENTVRVLDLETN L™,
(2) HEHREE

Senff & DRBIE R L Hiie i, 2+&— MFEIZL 2
WHO-EORTC 4t - 72 153 Bl Bz B i) ~
23 (PCMZL 25 #, PCFCL 101 f, PCDLBCL, LT
[primary cutaneous diffuse large B-cell lymphoma,
leg type] 27 1) OMGETTIE, O HRIE S =1 defil
T40 Gy TH Y, 1531 151 1T CR (99%) 2% 5
NTWw5*  HIERIZ PCMZL 60%, PCFCL 29%,
PCDLBCL, LT 64%CTH V), 54EEFARITENEN,
95%, 97%, 59% L #iE I N TWAB*. £72, Senff 5
@ PCMZL 132 %1, PCFCL 460l X % 7 F 1) ¥ X2
Xz&, EhEN13060 (99%), 457 61 (99%) TCR
BESLNzE 85", PCMZL @ 46% T, 1 2%
NLLEOFFREZBD, TDIELAEDVEIENOHET
Y, FERIZ PCFCL TORIEHRIL 47% Th - 72*Y.
G 1E 30~45 Gy TH o724, 10 Gy & v o 72K
B 5 50 Gy 1272 5 SSRGS AAFE L7, Hamilton
5 WHO-EORTC 438125 - 72 111 1@ indolent
(PCMZL, PCFCL, Z®flh) OFEHTTIE, 79% D3
PR, 11% AYHVEHG TG R AR, 3% ML
M, 4% DSBS RRR R O LR, 3% ASRGEBIEE O
B ET DIEBN DN TN AR ST ZDORER,
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X 19 Indolent #RZ/E B flifaV >/ \BED&ERZ 7 ILT U XL

{EZEME (Indolent )

FAIERSE) L/ MR RET S ME D R /N
ey DAY

v
MLt RBIERE (T1-2)

« SRR
o TRETHREE

v
S RHE (73)

. WBGHREE
o YWFITTHAIERE(CQ8)

KRB ER**

P BUER | o Ror | RN L ZEofRsmor it
. EEEE: . EBEE-
l . BEGR LR
B AT AR HAM. ETH
|
v v v v
Wit BBMHE (T12) | S8imE M) | SRusEE )  RENER
I L |
R TILRIRTT4E,

*IEBITIRFEE. ETHITIEIEET 5.
O EIEMALTY /S ERaTE) 2/ FEICHES B,

TGS MR IERE D 98 % THRIAT 2 >~ b T — )V AYH HE T H
D, WEEIRGHBAL T OFIEFRIL 2% TH > 72Dt
L, SR EI BTl 33% I3 2 R0 72 L i L
TWB™,

Neelis 5 1% 18 1 @ indolent # (PCMZL 10 1,
PCFCL 8 i) 4= 44 922X 3 % 4 Gy DUt B HEETHZ
DWTHGETL, 75%CTCR, 11%TPR, 13%TSD T
HY, 2FFFE (CR+PR) 1Z86% ThHho7z L
TWa™. L, 637 % (hiufl) Tid 44 9%
H 1392 (295%) THERD 20 Gy TO PR 23U %
Tholz b L T B, Akhtari 5% OHEHIE
HiWFsETlx, PCDLBCL, LT %K< K28 BAlllay >3
JE 39 4, 442 RZIZOWTHEDP L SR, 2WET
CR»oh, MGV TOERENTHTED LN
7zEEns (179%). MEROMRE T, 12 Gy DUF
OB IRGHHE L 2N DL L OMRGEET, MR
i (PFS) &ZEAF= (0S) ICHEAETRD LN Rho
727,

¥ 7z, International Lymphoma Radiation Oncology
Group (ILROG) 28#8WE 3 2 4 A4 FF 4 » T,
PCMZL, PCFCL (2% LTI HIW T 24~30 Gy @
WEZHERL B, BAMENTD 4Gy OFERBLR
LTw5a™,

o T, MMk, BRMENZ %49 % indolent FEIC
x93 % BUR ARSI FE R IS B W BRI RS TE 2

A, FRFLHBENEVWEVZ S, 20l REIC
DV, SHROMHAVPLETH 5.
(3) AFIHILIER

Senff 5D A % 7+ 1) ¥ AT, PCMZL 75 #l,
PCFCL 93%lx# £ L OTHH, CREZENENI9%,
RBUTHLDDOD, TNENHK40% THHED RO L
i LT 5™, Parbhakar & 13 25 % ® indolent #f
DH L, GTHRIER 16 41 (PCMZL 7 #i, PCFCL 7
%1, Large B-cell 2 ) &AVEHGTHREEE 9 6] (PCMZL
6 %1, PCFCL 3 ) ZMaTL T2, Zo#%, i
SRR O BIZWIINZ 375 4EC, HHIE 141 (6.3%)
Tho72". —77, SRR OB 42 47
BWTHh, HEBIVTHEFRIFOON P o72L
L TWwWa ™, Servitje 512 X 248V WIER, BT
BRI, & 2 IO OBHEI G E L L
Thti N7z 137 Bl PCMZL OfFFTIZ & 5 &, 137 Bl
121 %0 (88%) TCRMMEHNTHEY, 121 1 53
Bl (44%) CTHIEZBDTWD. MEALEIIRIZ 47 7
HTHY, HFHYIBREE & BURERE L T, B
R ML E AN 20 2 v o 7248, AVEHIG U Ba: Bl
KBV TRRTHEPBREIN TS,

o T, Mk, BRIEMEHRZ %A 3 5 indolent FEIC
x5 B AV IR L, ORI & AR EE LS R 2R
BPPFETE 205, BEFDHBEHECEVWR S.
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4) VYFITTERLRIRS

Indolent #IZXF 3% 1) v ¥ ¥~ THAI & B 5 OR)
HiZoWT, ThETT V¥ 2RSS » ¥ 21kt
B BRI 7 v, Gellrich 5 1%, 2§ BAIIR Y > /3
(PCMZL 1 %1, PCFCL 8 i, DLCBL 1) @ 10 i
WHLTYYF =787 —LD¥k5 %47\, 70% TCR
BIES N7 LW L T 57, Fink-Puches 5 i3,
indolent # (PCMZL1 ##l, PCFCL1 1) @ 2 Bk L
TCR % TWw5", Kerl 51, PCMZL 1], PCFCL
1BIO2FH LTz e d CREZ{TWE™,. Zh
LIEBI D &7z, Senff 5D A ¥ 7 F 1) ¥ AT,
PCMZL 3 #l, PCFCL 28 BIDOf#Nr 437 &, PCMZL
O3B 26 (67%) TCRAELN, ZTD2HH 1
Bl (50%) THIHEDRD SNz, —Ji, PCFCL ® 28
Bl 21 BT CR (75%), 6 BITPR (214%), 16T
PD (35%) %&EW35b, CR21HIFFD 46 (19%)
THEPBEDOLNT VS,

Valencak 51, 5% PCMZL, 11 1o PCFCL @
FH16 B L C4~6 B 0P % kA, 1451 (875%)
IZCR, 2BIZPR 3 TW5™, La»L, CR 14
561 (35%) T6~37 7 HUNICHIEZ R & bl
H L T v 5% Morales & @ 15 o indolent %
(PCMZL 5 %I, PCFCL 10 ) OHTIC X HUE, 60%
TCR, 27% TPREHLN TV AL, ZOHEFIZIh
(X, F336 7 H OB BT, 5610 361 (60%)
? PCMZL TR % 588, ZRWIHE o iz 24 7 1
Tdho 722,

Quéreux 1, 11 BlOLFEWE% A3 5 PCFCL &
AT L, B 9~65 7 A (B30 7 H) T64%
AL B 7 61) 2 CR MG S N2 &G L TWw 5™,
ZOCR 7THIRD 5 BT %D, HEALETIE I
236 " HCTHo72E LTwBE®, Brandenburg 513,
2 %lo PCMZL, 11 %1® PCFCL, 5#%1o PCLBCL, leg
type Z AT L, 2230 % 89%, 52 /1 H oL
81% DIEBI THIE % 8o, CRMIMIZ25 7 H LG L
TWA™, ftoT, VY F I THASHEG 3L
IRABIRFIEBI, RN L CGRIRS WD ik
e LT, BB WALk S. B - SR
95N Y F =T ALEERE O OF IO W
TIZ CQ8 THLY k7.

(B5) LYy JErRS

Senff 5D X ¥ 7 F1) ¥ A TIE, 9HID PCMZL & 12
B> PCECL ~D ) v ¥ < 7RG 2 Hat ST
W5*, PCMZL Tix 9Bl 841 (89%), PCFCL T

12604 10 B (83%) TCRAMESHN TV 575, T
BHERIZENEN, 62% L 40% TH - 72", Pedate b
® indolent # 35 %] (PCMZL 17 #, PCFCL 18 #1) @
M CIX, 71% 2 CR, 23%IC PR N, 21 7 H
MOBIZWIM (hofii) <, MR 1141 8
(M Jefli) Tdh o7zl L T2, Eberle 50
indolent #F 11 %] (PCMZL 2 #l, PCFCL 9 #1) O fi##t
TlE, 45%IZCR, 27%IZ PR 2SN, FRICHGHIC
A VI NVI Y FRHEIR Z 2 L 7E B A R R R % 7R
L7zEdEL TV, YR I T RGO 7
O bI—id, WMEBICELY, A TIERBR
RO TH 5.
(6) ZAMHRILEEE

Indolent #EDJZ & BRI Y > 7 SHEICx L CHESRS
LLHBEHALFIREDO L VX RV OPBIRTDH 5.
LA L, (RHRRZ BN S 72 ER D% < 1X cyclo-
phosphamide, doxorubicin (Adriamycin), oncovin
(Vincristine), prednisone (2 X % CHOP 2MEH & T
W5, Senff 5O X ¥ 7 F 1) T ATIE, PCMZL E# 33
B> CHOP BEEDORRT SN TH Y, 85%I2 CR
PREON, STRICTHEEZRDIE I, T/, Rk
\Z PCFCL (2% LT CHOP & % \ & CHOP {ZHifL L 72
LY x2S N7z 104 BIOfERNTCTlx, 85% 12 CR 4%
Bon, 8BITHEEZEDLLDMEINTNE™,
ZHI P AL & 51T S 7z indolent HE D% { 135
FEIRZS, TERVED 5 VT ER R I 2 1 D EBI T H 5.
(7) 45 —7 0V RS

Indolent #E 8 BAINLY > /X EICH T 24 % —
7 =1 ¥ (IFN)-o D JGFr 512§ 2 #is il 5 T
BY, ZOHBEICOVTRESBORFAPLETH D,
F AR TIERKFETH A, Cozzio 5%, PCMZL 8
B8 3 |1, 300 /5 HALD IFN-0-2a /it 5- O R %
WMELTBY, &FNCRIEL, RERELLZ2H6
G CTHB L2 WA L TW5E™. Senff 5D X ¥
7F V)Y ATIE, 7HOPCFCLIZOWTHREA SN
TV 5™ JRETF 313 100~600 77 547 00 3 Bl 5-C
Fhsh, B CRIGEL, 2B THRET S bHIKS
TR L 72 L 5 ST 5*9, Vandersee © 1 1541
@ indolent 7§ BAfifig ) > 23 (PCMZL, PCFCL)
THETL, @231 66.7% THERE DO EHITCR %
BOTWS. 40 7 H OB (hoefl) TREMEH
D 90% |2 356 % 78, BRI 155 7 HTHh - 72
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leg type) (ZJEFEVEELRE B AllaY) > 8o i CTld Ly
THBRARTT 7Ly 7)) UBIMED TSNS,
T ZYED TR L, 2005 4E WHO-EORTC 43
FCIEUAVHIL & L CRUR S 72, 2008 4FE D 3%
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BN DEIRETH 72 LTnwB™, 72720, 2o
W TIEMEEOBE R 2N T A TE TV W
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SPECEIET B 2 EBVIREITH B, RIEWEE
BT B E0HY, KEEIEH S B 5720 EFHE
ELTHIS TBLAREHATH 57200, B - B
ST ORERE SO W TIRBLT 5.

3.1 [RHEERE CD4 ZiE/\EY - hE T #HfaL >
JISSEEEEE (primary cutaneous CD4-
positive small/medium T-cell lymphop-
roliferative disorder)

ANFRIE WHO 73855 4 i 58l & L TRtk
EN®, FORIZIE “T-cell lymphoma” & FL#kX
NTWehs, PHRELT® YA S 2 OHUERIBI 63
B BRGER 7 71— U VEREGE 2 AR U T B IR & HE &
5729, WHO 5G4 4 T “T-cell lympho-
proliferative disorder” &BRSN/2*". FhIZELHE
THIENDHEHD, 1FTEACEEE - FERICHIE O
B OFEHE, R A A L 5%, MR R CIEE R NI
BRE 7213 OV F AMEISH /N S R B OB EE R
YOSERIRE & RO B, i, REMMEIZED Sz,
TRE et TIX ALY > /RBkiE CD3+CD4 + CD&-TIA-
l-granzyme B-CT#%» 4. 7z, PD-1, BCL6, CXCL13
Ptk Td 0 IR~V X — THIRRH R CTH 5 2 L 28
TRIE ST 52950,

RIFENIAEMPHREIFTH D™, AMEO HRER
RO, YIkk, W, RIEREATOA
FIREZR EAThI D T L AL MBI O
PHEIMTH BH, LHWELET HRERTIEILEY
B ICHIEDTRO SN TV B, RHIBIC B R
HAH T HIERR, MARII KA T 0 15 2SS
LREFIETFEAROLEERD Y, 0 X9 RIERIX
WHO 73BT 4 4 BUCTIERATE T ) 5, FENE
AN L7213 ) LW ERRRI TV B,

3.2 [FFERE CD8 RSt TR [ 4H
FSEE T $B8Y ) \BE (primary cutane-
ous CD8+aggressive epidermotropic
cytotoxic T-cell lymphoma)

BBTEIRZEZ E LT a G o s 70%, %<
(ZIRHEEPH, R R R 2 A U, BEE - L
T RENCABIREEZEC L 2BV, U v
INEIRAS A 2 N RIS I oSERDSER
PR 7R L, BB & iy 2 B i 2 4 T,
TURIFMAEEOMESGE~NORHE - LR 5N
%", CD8 B tEw AR B AE & BRI, MR L Tl

SN, AHENIWIRERIE L D &) v EHRE o B
MHI L, EEMEIZHEE TH D pagetoid IZRKE 2K
WCERMETAHZ ED% v, $72, spongiosis &£ Fiz
Wi, ZEAMBOBEREAZELLZ LN D), B
B ERE BB LR PO HIRICRET 22 20 5. 1
¥ gefts Tl CD2-CD3 + CD4-CD5-CD8 + TIA-1 + gran-
zyme B+ BFl+THY, CD7TIHEMICE D S FEF
TH B, HEFEIEPUVARIFNo Ot d H 5
A % K OIEBITHA AFULEIRE S T bl Tw
ZH9 - FERI I Z AP AL R IE OIS & E 2 S
N505, BN RLFEREITIR I TW v, Bk
DEFHIB RS 127 A LESNTEDY, AaT
BARTH 5.

3.3 [EFRMERE ST gV >/ k& (primary cuta-
neous gamma-delta T-cell lymphoma)

BRI yST MBIk D ) > /TR AN 5 5 fi B
Thob. KB Jm, R, KR &S0k BN
WWEZRAL, HEEAEN TR, MBI 525
EHOIEFPICAEL S 2 0% <, IR lK
BSOS A D A28, ) VSEIRZ A TH L. IR
BIER Y 28 ifAk BHE T b y8 T M HIR O35 6573
HDHH, WH O CDA Btk ofT ML ORER] & #EI2ZE
B YIF RN ARFFRUNZALE D 7 W7,

F B X OB T IRk e oRE 2 L, £
BRI Z R T a6 b H 5. K TR TEARICERT S
CEvHY, ZOYEIIIE TR IR T Mgy ~
INNEE O BSVIETH B, EEGHIIIE— I R B A
L RO ERHHH CD2+cCD3+CD56 + TIA-1 +
granzyme B+ T® 1), CD4, CD8Z—#ICEMTH
LCDS il b 5. 81 Btk # iR 5 2 L
F LW, FEiTE WAL BFL B2 T 5
VERH L., WIN LT TE WA vT Ml
DOFfEEITHEL <, REEVE T M) > o8HE, Jefeefl &
DR SHEETH 5. FEARIITIZ L AL O
BIRTH 205, BBV RV 0HEI TV L1
FREE . EATARRIE S A ERIRR R E
THIED BN 5. BN ERMANRET 5 2 &
%L, BMBROEETRMEIH AL INTS
DI P HRARTH B05, L TRBEIHOA
IR YLfEIX 31 7 H & o b & 0, FEICEKEZ I
PAE I R IERNE B R B TR ARICEE L w5
FEBI L ) b FPREFTH L EHE SN TN S,
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3.4 FEFRMEFERIFE CDS BT Mgy /&
(primary cutaneous acral CD8-positive
T-cell lymphoma)

HRO KA LT 2 O 2Y) Y 8JETH
D, WHO ZHLETE 4 A S EmM e LCilits
72" AT AEDPHIETHAMIRDUFEL, #60%
2O L. 0D, BEHR20%, EEA8%THY,
FIUCHE R TIC B A U 2502 SRR 2 1 i 7R S
A ASEFZ INIC monotonous (23 L, S B A
TEREDADOND 2 L0vdh 5. REHINIE CD3 +
CD4-CD8 + TIA1 + BF1 By Td b, CD2, CD5, CD7
BEETH L0, PR LTI E 5N
5% PRIIBRFTH Y, YIBRE 72 3BT
b, V) rSERME R % < A SRR E
HARETH B,

3.5 EEHRKBEERY V/UBEEEE (hydroa
vacciniforme-like lymphoproliferative
disorder)

NBEAIZA U B EB w7 A v ARk ¥ SBATiESE T
D, WHO 73345 4 l{TiE “lymphoma” itk S N7z
A ETH 4 T IRV BN EB v A )V R EGYiE
E—HOIFETH A Z L5 /SR E & SR
S ANRENCEEERI R R BT, HIRER
AR L D SMEEAKREL, BdSwv. |
Bk, BRI 2225 <, FEHEGTHICH FRORK
BrRE U, JEE, FRREEZ EoagiEke
AT ELLHD. FEHTITEBZNIT/NYTRIATH V.
7o\ YoSERASIAE R PAYE,  F 721X R ISR
LTBY, RENICERMET S I LRMERENDERMD
Rohs, EBBHEEY v o8gkidms THTH S
ANKMlEOZ EbdH . £ OEZIEHED T M
Ha & 7213 NK M) > 2XERIZ e % A4 UAE R FRIER
RTHBH, VU HEIEEZEL L ETOWMIZEF
EETHLH. FENRBHIIHELLTBLT, BED
RIS T3 557,

3.6 R THIEE Y > ) \k&, FE4FEER! (peripheral
T-cell lymphoma, NOS)

WHO %5 4 {Cid primary cutaneous & L Ttk &
TN 72h™, WETH 4 UCIIE M A U 2 5Efl &
EBHITEMMET MY v o8, EERicE LD ohn
7o PWIREICEERE IAMTIRZE D 7% <, fod ) > /N

BN EIN B WIEBITH 1), BRARREIR, #alid s
T TH A, RSB, Yk, SRR
%, PP AR AIRES S L L BRI TbhiTw
5705, JER - DS L EE T Y HEDHH SR
TAHZLIIWETH L. WK, EITE, REIPRED
I XD ) a2 EIRT 5.

3.7EBV % %4 IR Z [ /B & (EBV-positive
mucocutaneous ulcer)

RIS, B2 Sk < BRI 22 AR &2 TR IS 5
) Y BRETdH Y, WHO 5HHSGET 45 4 WU & 9%
AL L CREiRS N7, RG], ks, HIV
JEYLEE I TRE 9 SRR T I & 0 589E LY, Dojcinov 5
A U 72 26 B Cld 9 I As sz Bz &2 B - S T w
72 PRI SIEIIRI AR G ST W B B TR
66 i, SRIEHHIFE G RO L VEZ TR TIRTH Y,
B GIED B 5 BE DT OMIND S 5. FEHE T
EIEREIE, S, WHEE, 1085, CIPREZRE S o CIPEfHE
MT7% (201) %< %, LIPSO B8 R AL
R EOWMENDH BM. MR L LTix) o8
Bk, centroblast, immunoblast, FEEHMNE, HMAKkEkZ
EEHMk MR M EL S KRB AT S
Reed-Sternberg (RS) HflillaAs S § &% 42 TR
LTHED, BRO) IAREILLTNDH MR OB E
A3 5. MAERELEE KA O BRMIBERI A SN,
M BEAN OB R MARTE A 51 5. KE DG
FFERBR, RSHMINLIE CD20 BBISWIST 5 2 L0 %
75, CD79a R PAX5, Oct2 IZEFICHEMETH Y BM
fa o FEIE 2773, CD15 I3 —EBOMNL D AR T,
CD30, EBER ¥ &BIF1ETH 2. FMATHIHAL T2
SR PIHIA P 5B s T e CR, Seisimiil#l % £
a3 Tw i nwEkdEhe# T b Kk id BAHB T %
A, R ) Y R V<7, MRS A AR RS
HiAT S 7 BlEHRE ST 5™,

3.8 EisHE NK/T #HfzD /g, R

BiAME NK/T MY > o8l, 57 (extranodal NK/
T-cell lymphoma, nasal type : ENKL) XV » 7 3#i%}
WZAELRY Y RETHY, £ NKMEHKRTH S
A3, AU S T Ml sk OFE B A3 5 729
‘NK/T ALY 28" EtiEhTwns. 7T 7%
M7 A HIEWREITHY, HREZELT V7 Tl
FEARTF ) UED3~10%TH S A, BRTIE1%
K EIFHEICENTH L™, G, R@ISIEE IHIHIC L
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56 L (nasal ENKL), HICEPENIBIEDS S, AT
135895 90% L IEFICEFRTH 2790, BIERHLAMI D
R, WAL, Wiz &12lEFE L (extranasal ENKL),
B2 S FE PR S RN TS W IR FEERAL T dp 570,
Harabuchi & @ nasal ENKL 62 Bl Ot Tl iR Ein %
O DEFRE TH U % B OB RN 21 %, HRH
WA & B 2 W RS 156% I H s /. F 7z,
Suzuki 512 & 5 ENKLI150 O 5 4R Tlid 123 o
nasal ENKL @9 5 15% ICEBREN RO LN TH
00 RIPEEFEBI R IRE TR L, BFIRE DAL
BT EnsZLbZ v, ENKL O bEEEED
BRI 2 KB T — 7 13 2 VA%, Suzuki & O
T 150 B 16 B (11%) 2S5 JE BH % & £ ftufisi 25 12
WEZH LGV ERTH 72, REREEZAET
% ENKL i8] % 50 L 72 3O it T BRI D A
DIEBNEH) 40~60% Td 1), FERE PARTZ 25 30~40%
WD LN TWB ™ Zm 9, extranasal ENKL
DA ENGE L7z Ahn b O G T, IEEFHRE D
31%, V YSEIFRAEDIB%ICED LN TWBE?, &
B, ENKL Oil5HIE—MMI21Z Ann Arbor 4%
Z#HT 5.

e, WHBEIRNZS (3 2 ) WFROREZ B L5
0% L, RERFIICHIREEDSEAT 3 5. SR PRSE
FER) OWNER S P R S i A% <, TR BRARR I D%
Je§ % &R RO 2 £ U 5. KR Z8 (L HRIG <9
i, S OB SRR ) HIREZ AL L2 B D,
ZOWA IR AP EIE O MR 2 % 2 5 LE)
BN, BRI HTE F 7213 L I ORL AL T G
MR RE RN R, ERTERER E2 L, BhT
o 2B, WO L HIZ, EERETEHE N
72 ENKL QL LI IVRLZ A$ 5720, &
J0E - WHSHSE O BI%E, HALEIRZ - V) ¥ SHillE R D4 I,
FHREOHF MR EORGMEVLETH L. HIE -
WHEERZ IR & L CRBRCTE R wihaaid ), F
TeRRRAE S CT TIEMIM TEZWEYRDH 5729,
PET-CT TOMEILE LW,

BEJE AL DMK R, FLRz A & B TR 20 T
D SRS ARSI L, & EITREANDE
WHHRD L. V) i S RMFTSFE
FTHY, BREDRNZ EDBL VA, NS RRIT
RBMBHVI2RZEDH Y, V) 2 /SERROAMMRER, &b
BRANRAEL, RIEHRB L OBEHFEHE L W L 2D
250 MAETE, MERE~D ) ¥R 2 h
2 & B IMAEBIEESBDOLNDE Z LWL L, B -

THIREOIEIE, FARERIC X 2 MERE G 7 &SRS
WCROND. L ZIRHHOBEREE LD WD 5.
B 9% ge {f ¢ E 55 A 13 cCD3 + CD4-CD8-CD56 +
TIA-1+granzyme B+ TdT-T» Y, CD30 1 & X2k
WERT. 2877 4 Ay R OREGf Tl NK
fadisk & T Mg RO &R DK EETH 2 235, HHEEI A
TYHetn 3 S AN O CD3 13 NK Al Hisk Tl b,
T MR TH 5. T2, THIRZEERORH
HERCAY 10~40% 258D B, P R P LM A
T HRREROIER & F 2 5N b, KEzELTY
7 OIERITIZITIZTEPBI T in situ hybridization #:12 &
") Epstein-Barr virus-encoded RNAs (EBER) %%kt
SN B72%, EBER BHOYE, MoORMN LR ICH
ETELENH L. NKMHkogGdo 7o+
7 4 —I1X EB 7 1 VX terminal repeat K& V¥ 7
oy METHNTT 5.

ENKL O FHOFMICOWTIIFE 25 42) 2B L
TW/=72& 72w, f{iiif @ X 9 12 extranasal ENKL OF
13 nasal ENKL X ) 8 A ARTH D L ZRTT—%
MWLV, BB E 5T Ann Arbor JEH I O #4213 bRk
WEREFTH ™. F72, PHTOME %755 Ann
Arbor ] T OBz J§ 455 extranasal ENKL & 9 &4
FHIBSRWZ 2R THEDH D (A7 H g
il : B2 IESE 43 1 H, BRIEAVEFE 3 A H)™ . BRI
W2 AFRLLT & 2 AT % 2 B IR B Tl AL [
JAEDSENZENAS H AL 29 A H L OMENDH Y, ¥
JEREDIED D IEFRATFEEZZ 5N 7,

ENKL (253 % {&# 84112 Yamaguchi & 12 X % #t
HFOIIMIT NCCN HA FF 4 ¥R HARMMES 5
VER O 3& MEER B H T4 N7 4~ 2018 ERIC & Fl
WMENTWEL# - g & | CTld nasal ENKL CTSHER
WA F TR F o T2 YA 3B 5 B
DeVIC# i (FFH A5V Y, ThRIF, AFA
773K, AVKTIF V) 3a—A, ThUHTIE
SMILE ##: (F¥H 25y, A FLFEF—1, 4
RAT73IF, LTANRGFF—¥, TRV 2~
6 I— AN I N TV DA, FEISEL Z & D iE# T
BERIN TR, KEHE THR ST IR
BHRD S NTHEBNT LFEAN A KT 4 12 Ui
RIHASE E L. BRI O A DFEBNIK L CTIHHRD
WE WA L7285 13428, Ann Arbor i T & 9k
I~IV TRAEMPHEERLR L 720050 in i §l %
S TEZLLEND L. Ahn b ORFEER IS HZE
(FAIREWIE - %) — DA ORH Y » 3§
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LYy F <7 NKFFVIIWIRERLE - 5 —iE

BRI T 2 2o ERED N T T) =B, A7 T
V= CIZEENTBY, HGMEOMATIE R B AE
LY —IERERERC S SENER, KM t, Tanti
P9 HIREAE, I IV O RAREAEE LR LT
THIEDPREINTWS., T/, CD30 MY » 3
BPEREICBILTY, SHMHMERY v SHiRE %
Pk JFIEVER LI ) > /SR iR ED ) v o3
JEREBREICH LT, 7Ly YF I T REF U0
ERIRE SN TS, F/2, BAD % ESMO O 4 A
KA v CHMETORIREAE, L5 —EREE
SRR O SR MR ) & S HE O iEFER I
D1I2ELTRBEINTVAS.

5. SEOWFRDAFENM

BRO X, KFETL Y Y 7 VT — 2 DHiH &5
ANRBDETHTH L. MEHR L ORI DO72HDRCT
AEE LW, ERAEAEONTWD I 2, B
DORCTZ#ATH T L IIHEETH Y, Prince 52X 3
RCT EFM L ETIEH AL, 7Ly FIxT
N R F G HEE L ABOFEAERR DD 5 EER2Y H H 28R
TELMEHED 2T 2 B2 S 5.

358) Prince HM, Kim YH, Horwitz SM, et al: Brentuximab
vedotin or physician’s choice in CD30-positive cutaneous
T-cell lymphoma (ALCANZA): an international, open-
label, randomised, phase 3, multicentre trial, Lancet,
2017; 390: 555-566.

359) Duvic M, Tetzlaff MT, Gangar P, et al: Results of a
phase II Trial of brentuximab vedotin for CD30+ cuta-
neous T-cell lymphoma and lymphomatoid papulosis, J
Clin Oncol, 2015; 33: 3759-3765.

360) Kim YH, Tavallace M, Sundram U, et al: Phase II inves-
tigator-initiated study of brentuximab vedotin in myco-
sis fungoides and Sézary syndrome with variable CD30
expression level: a multi-institution collaborative project,
J Clin Oncol, 2015; 33: 3750-3758.

CQ6 : MIKSRIEIRE = S U e B RGN TR
THfEY ) \EQFEICH LT, SHIHA
(EFEESEERERAT 04 FAMR, =&
MFIFIAER, XclEZDHAICKDRED
HIFEEKLD BHRETEDN ?

HEIR - MERE SRR 2 G 0F L 725 TIRIIR ISRk T
Ml ) > /<o Bk L CEHIBERL AR B L O
HIE B E A 70 4 F PR SR IIHIAI AR 72 & O 5k
PRI O VT NS IRDUC L o TEIRS N B 2 &8
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HY, WITNPOBBEBIRT MM Z L V720,

W EBEERNAT) MIEIRE L v E L

PR (BEER94)

LIH AATHZE2§<HEIET S 1 5/9
AL E 2§ <HERRT 5 1 4/9

2HH AATEIEEEHEIRTS 1 4/9
AL 255 HESRT D 1 5/9

1. BR, COREDELE

B IR JRE T Rk > 3JE (SPTCL) D4 i
HEE LTI AR H: O 12 D SR P 6 %
(BB R A 71 A FHUML Sz il# 5, & 5w
INSDOHH) BEIRENTWEZ LB L L, BRE,
BRI, RIEHRAESR 2 L0l T e b SAIMEHE
ELTERTV R LIZER TV AW, SPTCLIZ
BAREATE CAEMTREGCTH 5%, MERE AAERERE
(HPS) #&Prd A2 edd b, HPS 24Py 5 L4
WMIHRARTHLZENHMOENTWS, HPS#APEL
72 SPTCL 29 % i b £ Al PF AL AL o i =
FREIHIEROMESD D, I DR - L)
BPIASEE SNTBY, PiAsA LR & il
BIHO VT RIPERL TV E2HLPICER TV R,
HPS % &PF L7z SPTCL I3 212 4 iR AL § 5
7o, SHIPEHRE L EIHIERO & B S AHR)
PO T B L IR EEERRETH L.

2. B (TEFVADEN)

RE L7 CQITx LT, RahsE, RapiE, Mt
AU, AR, M5, AEES, BaRE
7N LAE LT L E 2 —%4T- 7. ERIH
H & bR < LAEBIERIIZEA 31 (S ik 3L 2 7
HUEE 1), SCRRAY L € 2 =232 5 3 b7z
A5, HEEB X OHAEORRD D B HEBNE iR L L
b L0BILLT & 22 O FEBIEAD % o 72 i B SRR
FEROLEYL 2 —TH b0, EHIRIRDS v ¥
MBI TOINTE ST, BRI, MRAfENI, 4
AR, TSR, AEHRICOVTORRENET
% EIETELh oz, WBHIEHORERHE L IR
WL72G0E %, RRAH OB EHE L TEM
YOG EHEORNEEHM L. COME, LHI
FLFRE DO ZNHIL 0% 5 5 75%, SNl iGHE
DERNFIL 0% 25 67% L L TOIES D EHK &
Motz GREVATFITFA Yy 7L 2—IZ8HLES
WS DIEBI B A A LR, SeE B G O 2= %)

2 (46%) DLZRBEALFRIEOZRE (31%) &b
BEVRIRIZ R o 7205, FREN 1361, 16 6 & A Bl
BB nizo, ZORRTREIRGERD T 1A
G T AMMWEFT LT LITTET, EH L0005
DHR P CE L € 2 —THELE ST 5 2 L IEWEETH -
7z.

3. \RIL=EH

3.1 7Y MLERICETIIEST VADE (i
Xi%) FESH?

51D T HPS % £ U7HE B § 2 2 #IDF AL

IR & RIEPIRI IR O H A 2 L L7245, ER]
SEARIEZE 3 LKL B 2 = 24 TH Y, JiE
BIEAS A 72 S BRRUS DT 7 b A KB B 1R
PETEY, TET7 7 ADMEFITIEFEITH .

32 HREEDNSVRFESH?

WL U 725030 TR 2 AIDF ALk & ez Bblin i
WMDZNZTNIIOWT, AL ) 2AERER L ORI,
HFIEREICE R LT baslid o7z F (1~3
B HW) BHERFE LTE, SRR ARET
(S BEIIE, EAYE, I - BRI ST ) 598
RIEIVHI TR TN ) 2 7 PR WAFERLRIEI RV
ERUESN . RHIM (BoHDL L) (23S HI0F L
P CIIEIAY) 2 7 LRERTH 2%, SZEHITHG
BCTIIBAGE) A7 B b EEZLNAL. Ll
ZBRLEVEBBEHNTH ), WTINOBETHZERL
A ARNAEE LS EEZ LN,

3.3 BADMESRPHELEESH ?

HPS X2k AT CAEMGTFRICHE D 2 BA LRG0
JETH Y, ZOREPHEERBKR EOHKTHY, 5
TIRESLBWHEHZIIZIFANTRETH S Z L I121F
BOXEIEWVEEZLND.

3.4 EROFIRE TR MPERDINS VX (FES
h?

HHNE O LTI E H OF AL AR5 L SRR I 1 i
BED ORISR DA, WIS S B S
BOPURIER 7 FREIRIREE & N2 &7 U ZAfiT
HY, REZHTITDNL2D, HRETIZXIDONT
¥ 2 DIERE RIS E T A L) A EL RV,
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35 RDILV—FT 1T

I ERE AEERE & & B L7z SPTCLZx L Tl %Al
PERAbEERREL, BB A 7 u A N HN R R ez
HHINIR & DR 7% EDOHEDD ), Z N ENZERH,
RIS STV A28, i & ik ERER R e F1 4
FEWZEIE 2, AL S EFSETH- 7. XA VA
A L N—TH L AP L BB A 7 a A
FNIROBIRCTREAIG N, HERRO F Pk —3 L
holl2d, KCQIZOVTIZWVTRDEEIZON
THERMN LRI AL EMmL. 28, YHOH
HTIE, AT704 F2AVATHITRIRO W RENE XS
BH, AT AN - S RIS — BRI T %
WETLERR, EUMASEOMEIND FTOMIZ
BPICHIRAEST L22A I3 A7 a4 RSV ABEED
BIRbHY D 2R EoBASB SNz EBRIZEHL
72 HPS 26 L CTAT B A F28V ZEDZER) L 72E
B IEHRENED, YATFYT 4 v 7L Ea—%
17 o TIEBIEREIZED 3R EIT R EA T a4 Fh4%
HBENEFDIFE A LIRS TH - 72,

4. BHET DMDEEEL A RS51 2V D5EE
JefEY voSNEICE T A A4 K94 ~id BAD,
EORTC, ESMO, NCCN 7% EH BAE ST %75,
SPCTLIZE K LTWADIZBAD & ESMO DA TH
%. ESMO #'4 F 54 ¥ TId %R0 AL 5%
PR ICHRG U E O Y65 HPS 2 66 L 7236 &
FLIRENTHBY, BAD #' 1 K54 » Tk HPS & &
L7z SPTCL I/ L CE A AL AHRED BT 555
ERBHDBLERLBRENTVWLIDOATHY, wWIhor 4
FZ 4 > Td HSP % AP L7z SPTCL IZx ¥ 2 iHHED
HEIIAT > T,

5. SEOMADETHENM

HPS % &6f L7z SPTCL & E o sk, JHHig
M, ERRRREE, SR E e KB OE LRI
H#ETTHI L, BIWEABID R0, 7V 54
LILHGERBR A BT $ % Z L IARETH 5. ) v N
DIAELEN T H b 720 Z KDL ARED T S T
WBREBI S W ENRGHO L E 2 —THEMIT O
72hs, AT a4 FEQRZMHFIGERTHEMHL TV
HIEWI S %728, AR IR B REBIRRNC X D,
TR, MERCEEAAHIR, HRBROBBRERIRCZOR
WMFBEOT =5 ZRNEL T, BRERIRCHFG TS

T =5 OMGENEE L.

361) Oschlies I, Simonitsch-Klupp I, Maldyk J, et al: Subcuta-
neous panniculitis-like T-cell lymphoma in children: a
detailed clinicopathological description of 11 multifocal
cases with a high frequency of haemophagocytic syn-
drome, Br J Dermatol, 2015; 172: 793-797.

362) Willemze R, Jansen PM, Cerroni L, et al: Subcutaneous
panniculitis-like T-cell lymphoma: definition, classifica-
tion, and prognostic factors: an EORTC Cutaneous Lym-
phoma Group Study of 83 cases, Blood, 2008; 111: 838—
845.

363) Lee DW, Yang JH, Lee SM, et al: Subcutaneous pannicu-
litis-like T-cell lymphoma: a clinical and pathologic study
of 14 korean patients, Ann Dermatol, 2011; 23; 329-337.

364) Mizutani S, Kuroda J, Shimura Y, et al: Cyclosporine A
for chemotherapy-resistant subcutaneous panniculitis-
like T cell lymphoma with hemophagocytic syndrome,
Acta Haematol, 2011; 126: 8-12.

365) Ohtsuka M, Miura T, Yamamoto T: Clinical characteris-
tics, differential diagnosis, and treatment outcome of
subcutaneous panniculitis-like T-cell lymphoma: a litera-
ture review of published Japanese cases, Eur | Derma-
tol, 2017; 27: 34-41.

CQ7 : FHEwRZEZHYJ % indolent ATL (< g3\
b BIK U FETREFOELEMEER) [Cxd
LT, skin-directed therapy (SDT) IC
BNEDIBSIC, UF /A ROHAIXSDT
BB UTHERTEZh ?

HEER - 7R A % A9 4 indolent ATL (< §.50 1Y
B P HA BRIRTF- D N EPERD) (2 LT, SDT IZHE
WHEOWA, L5/ 4 KL SDT ot #3%$ 5%

GRADE 2D (DR E @ §H0ifEdE, 7 A0
TERZME « FEHITIR)
ook (REE 9%4)

LHH AAZEHEIET S 0 8/9
AL e 25 HERET S 1 1/9

1. BR, COMEDELE

Indolent ATL ({ 8 ) BRI PHARKF DR\
B TY) OREEERFHE, HARMEA SO [ &M
BWNA K4 7 BTG REABIRE Sh
Twa. LaL, ZofERiMby sz aie Lzd
DTH Y, ERFIREIIT 2 HEBIHET STz,
FEEWA % 4§ % indolent ATL X, ZORZRFRERIC
IDQOLFHE LA WEINTED, BHITEHRC
BWTSDT 7b b, SEALHIR R 7 T U
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EoEPIS, KM THIR) v osEic#ELCTLF /A F
DEEGFITbN T2, REEH LORED 5 5.
KRR ZE% AT 5 indolent ATLIZHLTLF /A K
DERPHEIR SN L D2 WIS 2 Z &1L, BHTE
WRED—PEdZ LSR5,

2. BB (TEFVADEN)

HELZCQICH LT, BahE, BRWm, £%F
TOMM, MRFALHIM, S NE, AEHLET
AL ELTUBMB L 2—%2f7 572, CQ7TIZHT
%7 ¥ 5 MGG L = o 72

2 DB H D D5 H 1L 8 Fld
1 Bl A% indolent type ATL Tdh - 72, ATL D%
R (ST 2 B, BT S, < EDRH) I
xf LT, all-trans retinoic acid (ATRA) %45 L7z
BISIETHHH, EFTEDT I b A LIZOVWTHE
ML RNz, CEW L E 2 — CToOFFliiZTE
ol b ) 1 HROBIZHIETIE, (T5)H6
Bl % &t 17 Bl ATL I ATRA 23%c5- 37z JER)
BOIEEIARL, HEED 2w &, FMARIC
DWTHLF /A FHMTHY, SDT A I T
e, FFEINE, AHEEESEVWEZ R 72
B MO NEETH - 7.

NS O TER S NIIEFIIDETIED 527,
ATRA #5872 .50 A6 B 2 B CHl 5285
RSN, F72, aggressive type # &t 8 BI O T
DPBCTREREICH T 2 B8MAREN TS 72D,
ATL ODEERZEIZH LTCLF ) 4 ROEGHRE51E
MTH LD 5. ERHEICOWTIE, 26D
BRDT =8 LRV T & hoiz. AHERLR
2OV TiE, ATRA 253N 7 80 B6 FI 3
Bl (FFREReRE S 2 61, SIRMAE 1 #1) CTBI%Sh, F
7z aggressive type % & SBIOWFETDH DX 64 (5H
i 3B, KERHCIR 2 B, EEAE 16 IC@EDLENT
w5, ATRA L OBEM MG ShTwiavy. LR
HERZIIRE SN TV R, ZoMl, ZWFETol
W, MERCEIIR, SO WTIEIE T Y AR
KTFHGT 5 Z EEAWHETH - 7.

3. RV

317U MLERICEATSIIET VADE (E
X)) FESH?

2HOBIEMETIE, ATL OEFHREICHLTLF

A FE—ZOEMESRESINTBY, BELAE
HLOWEF I EREDIEE 1A R L EnbAto
7T b AT AERIIIETET, TETFV A0
IR IR,

32FWEEDINSVRFESH?

R S NG X DTEHA 513, ATL OB IRZ 6
L CHRMEDIfF TS, AiThobEERONL. —
7i, BELAFFERIWE SN TR 0D, FEFAEAS
B, FREEHEDONT Y ARG 5 2 L IZHEET
bH5b.

3.3 EADMERPHEEESH ?

R %1% indolent ATL B# @ QOL # K F &€ 2%
RELGENER->TBY, EELGAFRLDP R, K
IR DYGEHEATNFRFCT & DR EIRT 5 2 L oxlT
ANFEEICIES D& E B nWEEZ LN,

3.4 EROFIRE TR MPERDINS VR (FES
ne

AFTATLIZH LTRBINTWLLF /4 N3
AN BRREER, BEDHRZ EH&EMFICE Y 2
A MIFRL L. ARSI R V7D IEIZHEET D
LN, FIFTILHwLNEZ MLFF— ML, 5T
BT R L A DML L iR L C, HETH
WA TOP R VEMTH 2. B8 F TOYMCR
M EOTE TV AN %L, BRoa A bARE
TERWVD, AL X INONS Y AWM TE L
oz

35 #EDIL—F1VT

R % A9 5 indolent ATL BEIZLF /4 K
BT LI EICOWT/SRILEHERA LV N—DE LN
BRTHhorz. —TTIES NG LIZIZ ATRA
7= LPFIEET, A TE WS LT
F=1rDOTF—=F IV &, T ELORLLF)
A FEMEHT 20 TIE% L, SDT Itk BA 12
W2 En) ZEICHEETAIRETHD L) BHH
hmahs.

4. BHET BthDEEA A RS54 2V DEH
BAD % EORTC, ESMO ®# 4 K4 ¥121F ATL

DEIMIE . NCCN DA A FF 4 Y125 T ATL

O H HA, FHYE, EBHERMOBERE LT
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MG HERGOEEIZEL L ) skin-directed therapy, Y F7Y
/A v E =T za Yy BRRBA~OS AR SN T
BY, LF /74 FIZOWTORIRIZZ .

5. SEORFADOIEEMY

B % % 43 % indolent ATL IZH$ 2%, LT/
A FHFH & skin-directed therapy D& D 5 >~ ¥ A 4Lkt
BERBII T b Cn vy, FERERIIE b itk
OOV OMEDATH Y, aggressive ATL b&
FNhTwiz, A4 FI4 NI H 7o TOEMRE
W LIRS, = b LT — b OREGIERIIZED 1 1k
HEINTDS, HARBTH L7200, 75 2MLILEG
a7 L HESHEEEEZ S D. RIFTIIEHE
WA % AT 5 indolent ATL (B X, fb2ikic Ly
FEIREATT O NI RIS & HU ISP LIRS % b A&
WTW5 aggressive ATL) #xf%& LT, LF /4
R OBz IRZEN RS 2 R H % G-l 5 £ i 3 ) 5kl
AHEATH (2019428 HBUE) TH Y, #RANEH & h

366) Maeda Y, Yamaguchi T, Ueda S, Miyazato H, Matsuda
M, Kanamaru A: All-trans retinoic acid reduced skin
involvement of adult T-cell leukemia, Leukemia, 2004:
18: 1159-1160.

367) Maeda Y, Yamaguchi T, Hijikata Y, et al: Clinical effi-
cacy of all-trans retinoic acid for treating adult T cell
leukemia, J Cancer Res Clin Oncol, 2008: 134: 673-677.

CQ8 : Skin-directed therapy (SDT) ICiE#i
%, ZFMOD indolent BRZRE B flizY
JNBE (RLERBEEV ) \fHISEmIV DGR Y
VINEE, ERMEEERPOED 2)E)
EXRITBDUYFIITZHALRILERE
EFVYF I THEIEEICEENTHLE
T&ESH"?

#E2Z - SDT (TP, Z5MEO KGRI ) > 7 Sk
EiAME DR Y N EICBI LTI, U Y F Y T HA
WEERET 5.

GRADE 2D (#ZRDOIRE @ §H0ifEdE, T T7F Y A0
WS« FEHAR)

45 S IH

)Y & U= T HARE RS B AL R Ik
@ indolent # B ALY ¥ /0T L CTIEAR CQ DXf5:
LIRS,

YRR (EE 5 4)

LHH AALZWZ &2 3T 5 1 5/5

1. BR, COMEDERE

RSB ) > 2 SHLER S AV 0 fenis 1) > 2 N & DY
B UL Y 28 EIE P B AF O indolent #E & LT
SHEND. AFBIZBIT B indolent FEIKST % HHED
55 — P HERE 19 8 B R WO e 2 & v 5 7z skin-
directed therapy (SDT) TH 5. —F, ZHIERIR
JAFEPRIC I DA S BB, I, &5V TR E
AMRE & A U7ERNCH L CTld, Zofhoibits LT
)Y F I THARE, ZRIFHCREIGERS
%. SDTICHPMED LS BERMURETRIET 5
indolent #EFZJE B AMlIE Y > 25 CREIEREEE Y > 2 Sk
BT ) > NI, SRS PER R R O ) o8
JE) 12X 5 A5 2 IROWBHE LT, Wy F <7
FIBEE ) Y F T2 L7ALFREDO L 5%
RSN D2 WEICT S 2 L, ERTEED—
BinZeaifisnsg.

2. B (IETVADER)

B R DA o s R E s B0 b & F RS AR T
B75, RENERHIE ) 2 SRR EIAME LR ) > oI
LT 11 RCT™ & 30 3k — M H580
bz, TOMRER, BEEMETIE, VY F I TH
MBETIE 558~62%, )V F I~ 7 2P Lz b
BHETII 758~788% & V) v ¥ ¥ < T &# M L 7242
WEBECRIF RS H SN TV, L, WEERH
TOEAHHOERIAHTHY, VY F 3T 2bE
M L7AL AR I CH E SRR OF B RN 5 h
72 PEX Y, )R TR LA
MRS N EHIW L7z, —J5, i) oS
\ZX9 % RCT I3AEAERT, APk 205 72

3. \RIL=EH

3179 MALERICAEATDIET VADE (78
EE) FESH?

GRS ) > SHLERE MR ) > 7 SBE B3
1@ RCT 1%, B EFEDIEBI DA A>T — & #liihh
PRWRETH DL, T 7 MMEOFMIIOWTOR
W%, F—=T VIRV TH L LEND, N
AT AV A7, FEEBEEIEC LR Sz F
RCTLHFOATH B Z &ns, FE—EHWUOFM, » 45
TN ABARETH 72, EHIC1IHFORCT & 3
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o 3k — MFZEIC BT B0 AL HRED TR %
5728, HEFEMEE TIFRICEK] & L7

32 FWEEDINSVRFESH?

REILREE ) > 2 SRR M ) > 7 SIEIZBI L C
X, VY F I T RO L AL
WTIEHETH B ReED D 505, LB OER
BATH Y, AHEFROAEREMZRD2. DL
X0, VFR TR LALARES) VRV R
7 HAPRENIARTRRE A Z OFZ LS L I3wR %
W,

3.3 BEDMERCHREEESh ?

R PREMZHEATSH Y, ERSEEIEROTH
M2 2 DB nTzd, VAT HBD Rz ER
THIELIHBBADOHEDISLDEZ 3 HhnwEEZ LN
5.

3.4 EXDFmE IR MOERDINSVRFES
h?

RBRNROBNINIFRD 5 b DD, AW OERIZD
WTIEAHTH 5. BT ALAHEIC LY Bz 577,
VYR THARRERL DI, IR P EHHERRD
BmsastE2o6N5.

35RDILV—FT 1T

NANVEZETOFHLAVTIE, Pl &b HiEE®
) 2 SHKREIAME BT ) OIS T B ) Y RV
TR LA FRES B R OWwEE b 72 5 Tk
TiEZH 2 b0, AAEHIHLHMENHOERIZOW
TIEAWTHY, b HEE M b LIk 2 AES
%, X MOWINEEZ L ERBYIZERTHRET
dhweEz7. LaL, ILEREOMHIC X 264
HEPRFCTELEFEDFETIHEGIHLIEND
[SDT (ZHHitk, L5tk MR E Y > o SHLREE A%
SBREAE ) YOSEICE LTI, U Y RV~ THFIEE R
WETH] LT TEE-KLT.

4. BHET BMtDEZESA RS54V DEH
Indolent #3528 B AN > 73ff CHEIEEI Y > 2341
FRER AV 5T ) > 7S H,  OREER E B O Y v
VAT DI p WA RI IS S i o MO | =3 -3  N
WTRH L TWAF A NI 4 Vg,

5. SEORFADOIEEM

VY F I TIMOALFRE R L7 AR Y
VXYY T HMORREE L ORI FEA LT L 2
5. —77, WERTOEY) Y8BT A RCT AR
9, 5%0 RCT OEESLETH 5.

368) Zucca E, Conconi A, Martinelli G, et al: Final results of
the IELSG-19 randomized trial of mucosa-associated
lymphoid tissue lymphoma: Improved event-free and
progression-free survival with rituximab plus chloram-
bucil versus either chlorambucil or rituximab mono-
therapy, J Clin Oncol, 2017; 35: 1905-1912.

369) Salar A, Domingo-Domenech E, Panizo C, et al: First-line
response-adapted treatment with the combination of
bendamustine and rituximab in patients with mucosa-
associated lymphoid tissue lymphoma (MALT2008-01):
a multicentre, single-arm, phase 2 trial, Lancet Haema-
tol, 2014; 1: e104-111.

370) Fabbri A, Cencini E, Alterini R, et al: Rituximab plus
liposomal pegylated doxorubicin in the treatment of pri-
mary cutaneous B-cell lymphomas, Eur J Haematol,
2014; 93: 129-136.

371) Brandenburg A, Humme D, Terhorst D, Gellrich S,
Sterry W, Beyer M: Long-term outcome of intravenous
therapy with rituximab in patients with primary cuta-
neous B-cell lymphomas, Br J Dermatol, 2013; 169: 1126—
1132.

CQ9 : [REMEDOFERMEU E AMEAHIEE B
U IE, TEREICSWVWT, VYFYY
T HADOZAIRBILFEAE, BREHREE
B UL BHBIERR, SXTVYFITD
BRIHATORBELD BRETEDIN ?

HESE ¢ WU OO SIS O 3 AR B AN
VM, FIRBOBEIH LT, EROBEA
WD ISBVT, U YR D TR DS ABEA L :
BAFD T LR WET 5.

GRADE 2D (DS : JjudisE, TE5 > 20
FEAEE © IR )

EAER (BEHM 9 4)

LEH AT 525 RS2 9/9

1. BR, COEEDEBEE

FRLIEO TRUCHFSEL, 727V ¥ 7RI TH
% JESEPERE I OF % AME RN B AINL Y > /96, T
B, ARHT b B WTHEAE RGO Hh L) 70 AR & R
LB VERETHD. F72, ALROREILI - T
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FEAREZBIIERODH Y, 80~85 ik LL_E il i
BORBDLIILIEAOLND X ) hotz. VY FY
~ 72 G L2 ZHI0F AL AR EDHEIE S B 2%, PS
DT L 72 BF R BB OB IHED S RBPEHZE IR L
THEHRRE D L AR, X0 vd o<
THAGH TOBRBRLEIRE N 5. FIZTL 2081
PRI LT ED S DEFEENIER I N L 22D
WO 22, BRIRRBTO RS 2B & 2B 2 &
P EN 5.

BB L7z CQITH LT, AAEArIIm, MR,
HERGE, FIEE, B BN, TeRERE
TIMNIAELTRELLWL Ea—%2 BT %ko7.

FE B % B < L SHEBI A & O EBI LRI I A5 7
T TRRL =R LR SN2, S ARE -
FNABEDS v 7 2L B I b TE 5T, B
] R I ZE 1 1] b B2 5 (LIRS O 72 0 \ WA 70 i A5 2
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