Ef#HTEER]
TEE) INEZEHA K54 2 2011 FEXEThRY
FHARZERFeMEE] 122(6) 0 1513-1531, 2012.

KARIBRIHHRIIARZIETA T4 L ORRE (CQ) . HELEE L Th 5,
KRNI B AR ERFE HP (http://www. dermatol. or. jp/upfile/1372907289 2. pdf) Z & H&,

2. E72 B8 TINK KRR /<& (B R B AE - Sézary SEBEEELISN)

pER B P /Sézary SEMERELIS O RS TINK flifay < JEIZ 3% CQ Afifini 5. NK AfaU L~ T &
2 - | s J2e 70 & B2 i LAS OB Mz (Z AL T D2 LM BN I E L LTz,

B B AE/Sézary JEBERE LIS D B2 TINK HIEY L~ iflX WHO-EORTC 4338 Tl b i 2 IS/ TL 7
%R B Th oI (aggressive group) SARFRUES T T A Ay T B 477258 (indolent group)iZ KAIIS 41 5.
Aggressive group (s ME 2 Ji CD8 BEEES T2 Rz I M A 5 55 T MR Y S, TR M Rz Sy S iy o
N, RAEME T ALY > N, FERRE) IIREE AL 5 AR 10% 6 THY, A TR IO TRR THD
D, ZOIRNNIEERE D HTEINCOVREEL TODIEFIZRE S & N TRIRRIX —F Tldewn
(1-7). BJGWREDHTRaEL, EHERLE LA R D 22WIESNC OV TIIER B SE/ Sézary JiE
{EREIZHEL 7= skin directed therapy 23 EfRE72D, Vo 3Hi - NIBIR S 2 HAER, FHLW AR 72 2%k
TeUTEBN I B AL FRIED IR LB 2 DINDA, H 4 OBFEORBITIGE THRIEFIEEZRETT & THY,
—fIEE ST #H R T DITEEL =8 CQ DB LI L7 7=, Indolent group (BT K2 g AR 43k MY
VoM, BERBRRRRER T AIRRY S IE, R MR CD4 Bt/ - AR T ARG Y > ) 13 R T Ll
AR IR T L, Rl 2797720, {2 DFRILIZ-DOUV CQ AR L7Z.

R B A /Sézary SEMERELISN O B2 & TINK ARIEY < HEIX BER B P RE/Sézary fiE BEREE 13 58702 B2 e 22
DK, HERZ7R 728, EHRERIEZ R SR EUTM I IS TER0. 2007 412 ISCL B8 L TFEORTC
FL[RCHEIR U AE/Sézary SEERELAIN D FZJEY L /Sl Ak G LTI Ml 0 JER DRIBEENT= (8) . Z0i 4y
ORI EERFESNTE DT, ZOREIHES THARTA L ZERR T D DIFARIIREH M R ChD. L
MU, MIZZ LRSI RO T, SR DTARTA L YOE DRI I L@ ORI 5B L7 BR IR 1
OEFENEE CTHHID, ZZTIIZORYI R LR A L.
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CQ13:  JRZFEMER AR L AHMNRY > S S6 U TSR BRI LD DV IS I BIER 22 L O R FT i IE 138D
Sy gWay/N

HELEEE: B

HESRST: UGN BIBRIC LD 2 < DIE B CRAHE A DS FTREZR 728D, AT AIREZRAEHITIZZALS
DIRREPEIDHND.

R ZIVETOJRME R E AR L IHIIEY > S (primary cutaneous anaplastic large cell lymphoma:
CALCL) (ZBF WG ITIEBIERITE (OTMF 1-4)PEBIHE (OTMF5-7)DATHY, HURHRIGH /M
FIRIE DA 22 PR FT U 72 13 S e, ZIVETOHE Tld cALCL ISR L TS BRI E /b
BHEOEIBRR E DR, BAIHDWITZ AL ERIERE ORFFIEMTON TS, Liubo 25 fid
JiE B SERERTZE Tld Ann Arbor stage I @ 11 #1256 U TRE R EH D IS EHBIBR D i TS TRY, i)
SHRRIERIECIE 7 B 6 45, SARHIIBRTIE 4 124l CR &725 T AH(OTMFL). Beljaards 513 47 51D JiE B4 7%
MR TR R (5 1), AR (11 #) B L OMI & OO (4 Fl) 2 hif 7L, 21T CR LML T\
(OTMF 2). Bekkenk &% 79 5l S I S FRAF I8 C HUH B 5 (38 4511) , SVEHROBIER (15 1)), SEAMRFRIE (3 H41))
AT AR (3 ) ZHETTL, IEE2H]T CR EHEL TWAH(OTMF 3). ZHHDRE R D, cALCL IXRATHE
IECRERZDOHEIIFTRE THD. W T NOME THRFMRIEICL DB IRITK LRI AL, LA
{EFHRIETHHEWBILL ETHIEL TERY (CQL4), IGHRIAICID TR, FIERICHLIVREIT RN,
CALCL O 5 FATE3RIT 90% LA EET2MENE(OTMF L, 3, 4), A 7% BAF72iACThY, 2ERIET
BTN HDIDTD SR PTFRIED AT FIRE7ZRE B X 2B RIE LR IR, BIVEFH OB 72 | ik 28R 5
HZENEFEL. (67T, HRFAESCIRFBMERZ (T1, T2) TIIHES B IE E I3 B EIER H — B T
BV, WHEIRZ (TI) T3 L THAEBRIEDR FTRE ThAULH —RIREL TEID NS, 72720, AFTIE
CHOP J&1E% A I BN = AU RIEZ B LBV R il LOWIBIRE 2 £ U TR A RAEBIZRE DS
WEESNTRY, FEL2FHBIRIIVNETHS (OTMF 5-7).
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CQ14: JFUFEM: R J& R b RHRY > S BE I L T L RIE IR D Db s

HERREE: B(UL/SHIWASLHIRIRIEAF L C), CLFRED - 5E)

HEXESC:  BUGIRZE D B TH HESIFRE R TIRZR E O R FTRIE 6 U IR IR G DRG0 5 Bl L
TUIEFRIEDO F i A B AL Th RV, Vo i 2L IBRIE B0 L T b RIED B O b s,

fERR: T ETO cALCL IZBE T 2 S ITEFIEERINTSE (OTMF 1-3[CQ13], OTMF8) RP4Ef #t i (OTMF9)
DIHTHY, ALFFAEDA MEZ L L T2 1 E RS20, cALCL T 2 b L L TAND> Tk CHOP %
EOHE DL, Liu 50 25 FlOREFIEFENFFETIX Ann Arbor stage I @ 5 i, Ann Arbor stagelV @ 6 512
XU CEHAIDEAA L0 (CHOP #1%) A3 TE 41T, 11 1 10 ¢ CR L7225 TV A(OTMF 1 [CQ13)) .
Beljaards 0 47 FlOSEFIEFREMTFE T 7 51, Bekkenk S0 79 FlOSEFIEFRERIFE T 6 A0 L 50
ERHATEIL, 261T CR EHESINTVOAH(OTMF 2,3 [CQ13]) . LaoL, Liu 50 (OTMF 1[CQ13]) Tix
K DOERIC, Beljaards HO#E (OTMF 2[CQ13]) Tl 85%DAEHITHFFE L T, (L7 HIEITARIEHIIE
FERIZIFR D72 NI EN LU (OTMF 3 [CQL3)) . 15T, FREIZE DA DREFII 3L TS # ECuIBR72
EDRFTRIEZTTVNCQLY), ZDBITHIEZM IR T HELZ NS R FTFRIE N N EE 2 2 TR A AT 9 DIE]
(T ITIHMEFIRIELZ B FEL ThEU . cCALCL IZH T DALERIEIT DN T, SES R RIER D24 =
EER ML IE AT, JEFIEFEFZE(OTMF3 [CQ1L3])EH# A (OTMF 8,9) 28 LA D AT
DN, ARRLFH—1 (MTX) O BANL R IEZ 8 IRE T 58 & 232V (OTMF 3 [CQ13], OTMF 10). 7=
721, Ak (CQL3) DIDNTAFRZ H.LEL T cALCL D T4 A BEIDNHESITEY, AL FRIERITED
TEFLIRME S A HIIRNG BT Z A L FIRELRIRT 5. E72, ZRIWED HEZRDIRT 551213
VN NERR BREE OB EE TS . D728 B ORI AR5 BT IR A O % O 4 it
T 572, 4 #8705 8 HREBIEE LV IEINGH2 (OTMF3 [CQL3]) . 733, Vi SERk BE I 51k
FRIEIT MTX Z2HELE 32852520 (0TMF11,12)

B JEIR A DT IR Y 7 SEREIR D Y R G 2 % T DIE BB IR ZE D H D356 LIRIRRIZ A T 213
B THHERESILTCNDH (OTMF 3 [CQL3]), i EDWE THrE Y SERAEZ A T DIEFITIFEA LN
ZEIDHLFHIEE REA TSIV T CR &85> T %728 (OTMF 3[CQ13]), HH #iitiE S AL Ht 5 T D%
RIFAHTHY, ZHIDFALFRIEDF —IBIREL TEID HALD. NIBIRZEEZ AT TODIEFNIZ DUV T,
CALCL D% il & 5801572, anaplastic large cell lymphoma, ALK-negative [ZHEU 715 )7 152 134K 4
NETHY, ZHBHFEN AL,
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CQ15: K FHBIGRERART Y /<[ 12Xk TR IR EI D Hiudns

HEXERE: Cl

HELESC:  BRISMEIRZS ISR U B IEAATO 2 828D, BREHRMLO= b — LT RETHD. BT IERE
T, BRRLHEE (T1, T2 ITRAEDR ONDIEF O WIHIEREL UL FEME B EL Thiu.

R Rz PHENGREZSA% T HIfaY L~ i (subcutaneous panniculitis- like T- cell lymphoma : SPTCL)D #1524 %)
I % aggressive (ZHETT LA T2 AR B BN N ESI T2 (OTMF 13). ZOBIEFIOEREIZEL 2, affilfi
BEME T M, ySREEME T Mg NK Hifa/el SEXE phenotype/ genotype 7R T HDRHHTEMN
HMONDINTZRY, FIGMIAORIE 7 —, FRPFERDTLENHGEINISN TETZ (OTMF 14,15). y3T i
DIEBNIE R G~ DR A LT HZ LN EL, aggressive [IZHETTL CafT AIALOIEF] L0H T A
 (OTMF 16), WHO—EORTC /38 ClZ SPTCL ZofT Ml DR EHE 2 A T DMl EM T Mildic koY
L R[EEEFEL TVDH(OTMF 10 [CQ14]). WHO —EORTC 43 CEFRSI7- SPTCL O 5 A FR T 80%
THY, indolent BEIZ D FESIVCUWNDAS, 1MLERE & E BE#E (hemophagocytic syndrome: HPS)% 4= U7 E B Tt T
BARBIDZL.

SPTCL Tt L T Mg i B DA 2 LB R AT L T2 s R RO T, HEHBRBIE RO RIS KL T
WDIEBIEEFERFZEAN 2 RS STV A (OTMFL6,17). Willemze SHIZ K0 S 7= O 2 i i (2 LA IE ]
LRI TIE 63 BI0D SPTLCIZHIL, 3 BNTHUENFBIRINEIRENL TS, Wb CR Lo TOD TR
B OFERU T2 (OTMF 17). £D5 5 1 B TIT AT 2T U E U B IE A A TL, CR L72> TS,
F7z, 2003 FEFE TIZ SPTCL L THA SV TS 156 Bl L E = — (ST Ml O R mEE A2 H 3 HIEH %5 Te)
TUE, BEHEERME 11 8150, Wb ORISR A D %R T % (OTMF 16). D55 CR 73 4 f
(36%) , PR 23 5 {51l (45%) THY, Z85051% 81% Tdho7-. CR D 1 1% 1 UL EO BBz R CT5723, 1
B3 A THIEL, £OMOIEFORIEII A THD. CRIZES TORVWEFIB L OHREHITE D% L
(EFIREZ TSIV CTND T80, R D Z TR IO A ERFTEEL V. LU, SPTCL TIdEAUCH
SRTLARGS W S TIY (OTMF 14,18), JRZAAYVINEEPHIZ IR (T1, T2) L, FEECHTRERERE T, Bk,
HPS 728 DA BER AR ME BN I TS BRI IE L 5 — IR L TEEL Th RV, BEEROHDHIEFNT L
TS BREUSN D R RIEEZE T REThHD. 128, (LFRIEEHURIEEZ DL COLilE I3
72, BFHORIIAHTHS.
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cutaneous lymphomas. Report of EORTC Cutaneous Lymphoma Task Force Workshop. Cancer, 2003;97:610-27.
(ZEF AL~ )

CQ16: B FARMIRkAER T M) SIS 22T A FAARIZEID S D7

HeLEEE: B

KL AT oAROARTRESOISIER F L2 EROUGE, BEMEMEIOWENRHY, ATaARN
RIZEIDHND.

fEF:  SPTCLIZH L CAT uA RNIRIEIEDA 2 EZE LB R L7 fE RIZ AN T, AT aARNARDIERES)
RATE MU QO DIEBIEEFERF 7R IR 28R 5 STV B(OTMF 16,17 [CQ15]). BRI 0 25 it #% (= & A E il SE R AT
ZETIEB3FNXL, 2461 (38%) THAIF AL FIRIE LIS O R IENEIRS LT % (OTMF 17 [CQ15]).
ZONRIZIATaARNIRLIG], > 7 ARV A6, 7aZ 7 F 36, ARRL 3 —R24728THY, 2o
BB LW T OO M THi0 T\ 5. CRIZ1661, PRIZSH], NCE/ZIZPD3FITHY, Z5205:1388% T
7=, CRI6HITOBIANEHIEL TWDH, FDHIB5EIIEAT AR IRE IS M FN LV ECREZ2 > T
W5, BRI ZEIC3 L CCHOPZ2E D L AN R IEA a1 T SN2 DIE8HI THY, ZDHIHIFACRE/R TN,
WS CLABN TR TR, 6BITATRAAT, ABIASEIE L QD SEBNE3BIAHPS 2 A OFL CTHRh, 141
I ISEFETHD. 20034EETIZSPTCLEL THAE SN TWAI56HIDL E 2 — (yWSTHIMDO R HIFE 2 H -+ 5IE
Bl Te) TIEHIENAEE L2068 TAT RA R NRDNER STV D3, CRIF30%, PR20% CTZ%h550% T
&-7= (OTMF 16 [CQ15]). FLfF#HI D FL iR MI1%6 A A CHY AT BA RIS EHITHIE T DH113Z 003,
HPSZ &L CUVRWAER] Tl R Il ©36- A LA LD BB ifZ /R L TD. AT A RNIRATIEL7m
ARV, > 7aT7 A7 7IR3M], ARRLFH—R2f, 7T 7 F LI THY, 4F53PREZR ST 23CRITZ R
Mote. ZOWAETIXISPTCLE v § THINRY L SEEDS S (2 XIS TR 28D, ZRBIERIME DIy S TH
JaV S HEDFEFIN S FINTWDTZO D HEM NS S . ZIHDHEDIENITH AT oA RNARFE 721507 #H]
Ko OF IRIEZ MR EL T (OTMF 19,20), HDW TS A0 BRI RE THh > 72 EF] (OTMF 21)i12
XU TCHiATLCREZR TR & 23 b D . SPTCLIT R MM 5720 Tafif Ak 2 <O JHEFIS B AR T fif 3 2 0%
B, AN RE BRI B2 & O RIEMEIR B EDEERI LR E BN HZ 2B BT D, F—IRELT—
BHUCZHIDF R FREEZATO Z STl B C72<, PN EL TUIAT oA RARe E DR D 7 B D E)
oD, Lnl, A7 rAROREM &, #GHMBEITmEI TV, £z, A7 aARNIR TR 20
AEZ AR RIEE B ST 5.

TR
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EF AL ~UL V)
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CQ17. B FNRWIfkRART ALY IEIZ R L T AL AR TR D B 50>

#eLEE: B-CL
LRI AT AL IR Z R TR LIS A0 b FRIED FEhia B EL Th R, £z,
M ERE BIEGEREZ S OFLTDEF O FPHITR B THY, ZHFHIMLFRIEDBID LS.
fRF:  SPTCL L CEAIDF b FRIED R BWEZ LR ET L7/ R R o 37, ZA10F b gL
TR TN E KL CODREGIEREIT 2L 2 iR 5 STV D (OTMF 16,17 [CQL5]). BRIN OO 2 fi g% |2 L2 5iE 141
EFEMFZETIL 63 B3t L, WIHIERREL T 31 BN AI0F L PR IED i T4 TV H(OTMF 17 [CQ15]).
ZDZ%<H CHOP E72iZ CHOP O LA LA HRIE TdHD. ZHHDIER] T 19 451(62%) 73 CR, 3 fi
(10%) 23 PR T&;D?%ﬁ@ 1372% CTh%. BIEHIRITELEHSIL TR, & RE AT CR OJEFIH D 71X
2 BlOIH T o7z, CRIZELRDSTIEFI DI S 2 FlIFAT A RANREIM, AT BAREANLFH—MEHT
CR L7225 T%. —, 2003 4EETIZ SPTCL LU THESAL TS 156 HlDLE 2— (v8T MfdD Rk EZ
A3 DIEFZE Te) T, 60 112 CHOP Z AR L LI AP L2152 i/ TS 4, CR21 441 (35%) , PR11 44
(18%) THYZNZRITHKI 50% TH-7=(OTMF 16 [CQ15]). & & LS RIEIN R £/ I X FHR BN LT
1 [ S AR AR OF R B AL PRI A AT U E B CIL R AR O 5 232\ (OTMF 22). UL, 1@ &oD
S PRIEFT IR EALFIRIEZATO T LTIV M T RBUWE T DGOV TEHALIZSA TR,
INBEOMEIZIDELHPFRMLFIRIEIIAT oA A IRZRE DIRRETLIFRITREREIT AN T, LAI0F
FEFRIED R TAT aA AR CRARIZ IR TIEGIS D720, AL FRIEN AT BARAARZRE K
DH B LNTIRIE R E W E VIR ZZ L. 2B DREFIEETENF7E DT — 2 X EIEFN LA LT
FAEERATL T TREMED D D720, ZHIBF ML FIRIEDO A DIMEZ B E T HHD TIN5, CQ16 ThHiL
HL 72301 SPTCL TIIW WY L/ E L D WEEZR RG] 538 2 Z LB L A B L FIRIEI I AT AR E D
B THRPZ LW S, FIFAT oA NI KO I T DIEFIDNEIS 272085 2 bib.
HPS &0 LTI Z AL R IE, AT AR EBICTRARITIES(OTMF 16,17 [CQ15]), Z 4101k
%f?/m: HPS & OHIIZ R L TAT AR LS —HEZZ R A @O SIS 2720 . UL, SPTCL %% R B 3E
TTZEALE D HPS THY, HPS A BFBIIT L TE A G AL SpR A0 i Al R A OF IR B b S 5 2 J
ﬁuﬁxﬁfz@ot%&%%a‘bét&)(owl: 23-25), HPS S0P XT L T AP L AL B O b s,
SCHR
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S121-3. (=BT AL~UL V)
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2009;61:875-81. (=BT AL UL V)
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(BT VAL V)
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CQ18. JRFEMERZGCDARGME /)N RAUTHANY o/ IS B BRTE T D DI D7)

Wt

HELERE: B

HERESC:  FASERERIEIC ZV 2L DIEFI THRARE A FTRETHY, A TR ITHEI BIF TH L0, BRER
FRIFMESRZE (T1,T2) OIEFNI LTI BRRIE B His.

R R IE R JECDARGME /N - AT R Y > B X E NI CToD, BRI IE DA 2h k2 TR L
T T RO, JEGIEREMFIE 335 K 5D D 2 THhH(OTMF 26-28). Friedmannis 2k p11451 (£ 5741,
BRJFIELRY, BLFE3M1) OREBILEREATIE CIRHIEMIR L2 3 3BTRS FRIBRZITV, 2FICREZR> T
%(OTMF 26). ZAUHDIERIE6~487 H THIEL TWAHAY, HIRAILIRET LT 5. BekkenksS DI il
WFZECIEL1901 (22381041, BRISMESHY, HFREAH) (6 L12BINZ BUR BRI AN RIS, 1061723CREZR-> TS
(OTMF27). %£7=, Garcia-Herrera>DJiE FIEFERFFE CTlI1641 (382051, FIE1401)) (2% L, SHIChlb Bk
PMEIRSITVD(OTMF28). ZOE TS HIEHR COTEMRDOIHUTRD, SARHRIEIER (8f1) AT
A R (L) 25 D 721451 112651 73CREZR > TS, LLEDD, AR I HG SRS DS BRAFTHY, &<
(ZHLPE B LOMR RS (TL, TS 63 241G & U CHURBREIE DS EIO HIVD. Tz, YIBR AT RE R HAFE 5
IR CIIAVEHIIBRG IR AT HE CTHH(OTMF 28,29). £ 38958 25 (25t L I i Sk rlRE To i —
BIRELTHRWD, MIHEFADBFRENL WL BT LEMAENLFMIZBESHE (T3) [T eT RWIED
ZIET 5. A TindolentZ2 kil A~ I A T & RAFRHT THY(OTMF 30), Fd#iiL LIS O R T
ELIRIBE OB L2503, PUVARIEIT 24 ITHEA TSIV T VB PR TH-7-(OTMF 26,29). %77,
mechlorethamine D&+ B Tl R MG DR - T2 L DAL D (OTMF 26), RAMERTE R L O ¥ E
TR PZ LDNEHERIS DT, 1 REL TTEID DALV .
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CQ19. JRIEMERZE CD4 [te/IN- Fp B T M) o IE I LA I T D HiL D)

HEdRREE: Cl

WSS RINE A T DR ECDARG /s - AT AR < (T3) 12 LTl ALk 0 K s
ERELTHL.

fEFL:  AHRTUITL THEA DO NI A L RIEO A 2 i U7 S 1 Z AT, (L FRIEICS
T L CODIEBIEERERFZE 2328 RO DD I TihH(OTMF 26, 27 [CQ18]). FriedmanniiZ 511451 o JE il 7%
WP CTIEZ AN HFRIEZ AT LT AE B2, BANLFRIE TIEL /nT7 4 A7 7IRE R N i 5-L7-661 (7
07 A7 7INE2H, AT uARNARGEAAR]) TCR, PRAZNZEN3HIT > Tih-7-(OTMF 26 [CQ18]).
HANE AR TE W RN CE DY, CRIEFNITLAELINIZE L TV 5. Bekkenk D 1941 0 JiE i 4
FERIFSE Tl A0 AL 2 IE DS, AL AEE DS VN B TS, S50 BE AL R E 0546 2/ 73CRE
72 TNDAS, HAMEFHEE TIECREZR > TUWVRUNOTMF 27 [CQ18]). ZHHDfE B HLA, L4104k
FRIEOTENRITENB DD, CRIFHIS0% THHI=8, HAHRIEHR /2L RFTEIEN ATRER G A3 T L0
1BREBIRTDONLEELL, (LRI TAFIA IR A E A T DIEE] (T3) RGBS LD W R % O
PRGN IS 2D EE 2 DD, BRIRT REFFREANZHELE T DRI Z LS, £ TR R
e Chh D Z LB FIOF AL FRRIE VI AN L P RIEDN IS0 5B 2 DD, 7eds, L FEIEL
HNOEEEIELEL UIA L H—T7 zr- a [ DIRENSHIZ T, 261H3CR,3%123PRCTHZH(OTMF 26
[CQ18]). DRI LIV MEFISC TR BNITH LRIBIIETHDON, A F—Tzr - a [IARFRTITY
NIRRT U TR BRI S 23720 .
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