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1. (FUSHIC: T ikt B A DZEBEE

T AfatE Y > \MEEfyp  (T-cell lymphocytic leukemia) (3, T Mifa /3D E 72 25 Befs T 7 v — AVEHEA &
BMETLHREREEHETH D,

AERTIL, WHO 25 5 Il o8 (2022 4F) (255 &, T-ALL, R A T AR A imyps/ U > 3 fE (ATL/ATLL) | T 4

B REERE U o SBRPE MY (T-LGL) . T MBARTY 7 SERME M (T-PLL) . ARYME T G Y o <&
(PTCL) Z/@FEMCERT D, FFIZ, DR ETEEREETH S HTLV-1 BEE A (ATL « HAM/TSP « HTLV-1

SEIER) ITONTIL, FIE - MRKIE - IRKIED 5 THEF 0 & Fclt OIREHIE £ TRk~ 5,

1.1 WHO 2022 S5ICH173 T HREREDAIE T

HIBE T #ifaiEE T-ALL / T-LBL JRORRETEE - AP T Al
RS T RS (i) ATL, T-LGL, T-PLL, Sezary JEfRE KA T #ife (post—thymic)
R T MERRESE (U >/ NEik) PTCL-NOS, AITL, ALCL (ALK=) FREAGRRY T FAa

NK 3 s NK/T #ifa U > /SfE (57) NK #HAE - CD56+T A

F 1 WHOZ5 5 il (2022) T AVl 4E  (—EBHcky)
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2. T fHR=ME) 2/ NSkt A IS (T-ALL)

2.1 &%

T-ALL 3% ALL D# 20~25%Z 58 INELUBRAICZ VMERNSGS (MR : 10~15%, B : 25%) [1]
FVEEEAL (Bt 2:1) o FFBERIIAD 100 TAETZVKI 2 N, HIRSHE A EREI3@H 10 7/ ul LLls
< HitPRiES: (BBRIER) Z 50~70%ICE8% 3,

2.2 B FEGCFHNER

2.2.1 NOTCH1 2T FIV#ZEg

NOTCH1 Z 5413 T-ALL SERI D) 60% TFR S H LD M DKM ZE R CTH D2, ~T & A ~v— b KA A v

(HD domain) = 721% PEST fEIDZE B2 K © NOTCHL ¥ 7 F /L MEF HNCIEMAL &3, MYC « HESL - c-Myb
SO FHAEAE G TN EBEIEMEL S5, NOTCH1 AR EMTIIREIC A+ TH Y, FBXWT £5 (NOTCH1 7
077 Y= AR ER B3 2 X F Y =DV T 2=y b)) &K 15%ZAEPFT D2,

2.2.2 FELEIGTFEE(ER?2)

NOTCHI % 5% 760% G F, Mye bl — s T

FBXW7 25 2 ~15% NOTCH1/MYC 2 E{L—NOTCHL 3 7" L5k
PHF6 25 5 T20% (B) sua~F L VETY U7 RE, ETP-ALL 22\
TALL 3@ R H, 730% EMEFRA, T ey 2

LMO2/LMO1 3t o B ~20% TAL1 2E (AT Al — & . B B An - TE ML
NUP98-HOXA9 Ff & 5% ALK v 7 2 nFEE L. FRAR

# 2 T-ALL @O EE ey i fn e ) B
2.2.3 ETP-ALL(Early T-cell Precursor ALL)

ETP-ALL |& T-ALL 2{KDH) 10~15%% 56>, FARATEEMAE (early thymic precursor) [ZiTV Mg E1RY
(CD1a— + CD8— -+ CD5 F9f5tt: « ‘B ¥R~ — b —tt) 22938, RASREE., =¥ =T 4 v 7 HiliHE s 1
(EZH2 - DNMT3A) ZEHA3% <[ J@H O T-ALL X 0 WIHNREARIGHED & < PRAR Th 5. MRD M bR

MK L, allo-SCT D)% BHIMETT 5,

2.3 &

KA F 72 1B BE T OIFEERE R >20% % A IR & &3 (WHO) , TEREFAIICIT Y L/ 3RERD K 7 1~ F U flE R
P BME 12l - ik Z Lv, RERIBETIICDIEGHE TRy M AV MORKREREE~—T—) |
TdT B, CDla + CD3 « CD4 - CD5 « CD7 - CD8 (S LEXFEIZ 2 v AIZE)

WUNETERZS (MRD : minimal residual disease) : <~V F T —7 v —H% A b A MU — (RE 10-4) F7=1F PCR
\Z &% TCR FAERART (BREE 10-5) (TR 0 FFfl, 25 1 5% MRD B5EIE al lo—SCT WM DFEEE & 72 D (4],

o

FLYRE:
N/C LEh 8 TRV DGR TUINA A

%\
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2.4 A&
AN T-ALL OFEHERETEIL BEM 5% & 7213 HyperCVAD R Z A0 AL FHIE A M, CNS prophylaxis & L CHlE
PNYEST (MTX/AraC/DEX) 23244,

BB A VCR-DNR-CPA-L-Asp-PSL ZR\\fz 7~8 FIZHIfH

HEHEE - HD-MTX, HD-AraC. 255 (T Mg 2 ) o 7+07)

HREE 6-MP-MTX 20 GEE 2 F/[)

alo-SCT:% 1 B MRD B54%fI. ETP-ALL. &') X O C5&ERs

[F#r] %5 F v (nelarabine) ™A : UKALL2003 BXER CIZWIENEEIZF T T B BT 5 Z & T T-ALL
D 54 0S s (72%—78%) R EIT-[5], JEHAGRE L CifkEM: (Grade 3-4 : T5%) DEMNEETH
60

[55] CAR-T HHRaEE « CD7 F81A M CAR-T (CART7) O 1/11 FH3ER (2023) TITHEIHEEM: T-ALL 1)
L CR =R T3%hMHE S v7=(6], [FIFE T MIAHERR O 7= OBIE FMmEEIZ L D CD7T / » 27 7 7 b CAR-T (fratricide
[EI0E) NERAAORRE, ok b2 T 27 2 (BCL-2 BHE) (FHER & T,

3. XA T #ikag s/ 2/ VEE(ATL/ATLL)

3.1 HTLV-1 BEDEF

b~ THIF AR 7 A L& 1% (human T-cell leukemia virus type 1, HTLV-1) [ZFEF/LN « 0 - fik - B U 7

WG E Y T A X — %R T 2T A2 L b UL VA THD, DREOHTLV-1 % ¥ U 7 HI3H 108 75
A (2022 FEHERY) . AR ATL FOREMEARENTR 1,000 ATH D7), BEREIT 1) BLE2N LS (F
PR, FILIAMI>6 20 H TR T20%) . (2) PEITAYE (KT DRatE S— R —~) | (3) fauf (BfE

FHUAR 7 ) —= 72 K0 FEEER) O 3 K, BRI 40~60 4 & i) TR ARERIERITK

5%,

3.2 ATL OFESFHEF

3.2.1 TaxPVIN\VEBEE NF- kB 18E8EML
HTLV-1 ® 7 2 7 A JL A DNA 23 T a7 7 MZHAAEND &, Tax (p40 Tax) Z U /X7 EMNRFHEL, HED
DY 7 F IR & BRI ST B8,

« NF-kB#&RE& : Tax 1Z IKKB /vy ZHEBEEMALL 1B &Y Vi (k> 0T 7 YV — L5 fE—NF- k B DSEERAT

L. IL-2Ra * Bel-xL « XIAP « ¥ 7 U o D2 £ D¥RE. % JLi

« AP-1#28& : c-Jun/c-Fos IGMAL— BAFEARAEY- 1 b4 > (IL-2) FEAE

- CREB #%F& : Tax—PKA J&1H{t—CREB K47

- DNA BIEIREEE : Tax 1% pb3 - ATMEEREZ 4 L. PR EN 2 &k
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3.2.2 HBZ(HTLV-1 bZIP J79%—)

HBZ (HTLV-1bZIP factor) IZHTLV-1 72 U A )L AZADT L FE o ZAEND a— REH, Tax SITEALVIZIEE
ATL SEG] CIEF R BL H[9], HBZ IE JunB &#5& L TGF- B FEAEZEME L T Treg FREERE A 5- L, fo [RkE %
EHET 5, HBZ mRNA LU (MRS « TR EFEIRI L, NA A ~—DT— & LToOIGHBEfFE SIS,

3.3 mRPBE(FHSEE-1991)

=Yl UV OoNEIER, JFME, RER T T (TERRER) AMAL T6-8
7%, /& Ca MJE

IR i) EIRZ Y NEEIRNSER, o <1% ~10 2 A
Fp 2L A < 1%
{2t FZEIELR. U o \EiR R fE AR 1 ~IE P ~24 B
TS5 #El & - fiRED R, BIERH Y | IEF., R E>5% $AE~10 4ELL 1
# 3 ATL R4 HE CFAMME. 1991 SaZ8/R) o MST=rh deA= 77 R,
3.4 FREHE

3.4.1 §hv LIMTE

ATL #MiEAY PTHrP (parathyroid hormone-related protein) + RANKL « IL-6 « M-CSF % pE4= LAl MRS A b — 5 1A
fif—r Ca MJE (BMERLOT35%) . MIE Ca>12mg/dL IFBEBMLE (ERKEMK - EARARR—F « T/ R
~7) BET D,

3.4.2 BMRRME

TaFER4E (CDA+T MM E OMERER ) 12X ¥ Pneumocystis jirovecii filige, A M AT U A LA FEiEH
JE (Strongyloides stercoralis : Jull « HRCAFICEE) | Ho X, 7 U hay b AREHEEICEAT
Do

3.4.3 ATL BS:ER4EE

ATL Ffa D AR #8121 (leptomeningeal lymphomatosis) : BHJf. BARZSA. MHAHRRIEL, &5 MRI « CSF
'f\EHH@ TEEHL‘O
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3.5 R
O ez RE flower cell(TEFIRZRERF DZEX!) 2 /VEK)
@ HTLV-1 4K (CLIA 3% Western blot #:3)

® TCRAB/vr M southern blot 3EICKBE/I7O0—F IV AHR/INY—IFESR@ HRiERIRR:CD3+,
CD4+, CD25+(IL-2Ra), CCR4+("90%).CD7—-

&

3.6 iaE

3.6.1 MR- DUN\ER(SEEN)
FEAEEVS - mLSG15 L A > (VCAP-AMP-VECP : VCAP—AMP—VECP @ 3 %A 2 L) F 7= SMILE,

FH LY X<7 (anti-CCR4 b MEFLIK) : JC0G0907 #BR (Phase I1I) TILFI&HEIS ATL (2% L ORR52%.
mPFS FEE 23 fEiR, 2022 AEF&MENT C mlSG15 ~DEH A Y X~ 738N (mogamul izumab+mLSG15) 73 0S k3%
H7= 5 LT[0,

RS M AE (allo-SCT) : ME—DARIARHIIRIEE, CR1 721X BA4F72 PRZICHNME, B AL E
vs TREEEATALE (RIC) IXW TN b#EILH Y, GVL RS ATL OEEHIEICHF ST 5, Btk GVHD U 2 7
VR & RS2 08 ATL FRRFRE (B 1 AR5 730%) [11],

3.6.2 1EMHE-<gVE

MR IEEIEL (watchful waiting) 23 EA, AMEERLOTIK (FLEAMIKHEEESR LA, AMERESE, Hr
PRE) BH 1 REOHETE=FY T D,

3.6.3 LFURYIR

FREEIEATLICRI L CLF Y R~A F GEFREEE, IMiD) 28 2017 FEICAFRAZE (25mg/H ., 21/28 HYA
7 V) o ORR#J 31%, F7FEHL « fFHERED . FlRMe FEARE[12],

FEBSHNE] . TAp73 13 pb3 & [RIARIZHE D HH
WS LTRY, a7 ooty =wy
(A& EMREE) A N A > 2T 5
Z LT, S mMAE T IE T 5, E.
TAp73 & ANp73 OLLENEmWNZ L 13T
REICEHET L Z RSN TV D,
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4. HTLV-1 BhEFEREREIERE  HAM/TSP-HTLV-1 3 & 5B %
4.1 HAM/TSP(HTLV-1 BIE#E4%E)

HTLV-1 Associated Myelopathy / Tropical Spastic Paraparesis (HAM/TSP)

4.1.1 BEENERCES

HAM (HAM : HTLV-1 associated myelopathy) % 1986 4EIZ KEETEME S IZ L - THIRBRFIZHE W T Tk
Sh7- (Osameetal., Lancet 1986) [13], Z D%, AV ZUEHEE TS U TS ST TR R R B
(TSP) | ERI—FEABTHD Z EHB L, BAEIX HAM/TSP & —Rit s b,

BHIFE HTLV-1 v U 7 O 0. 3~4A% B AEJEIZIAE, DOETIER 2, 000~3, 000 ARZKT ST\ 5b, &tk
IZRRL (BAckh 1:1.5) . SERIRGEFERN T 45~55 k.

4.1.2 RREEE(HR-RE-ATRwRY~T—2)

OHTLV-1 13 & U T CDA+T MR gL L, Tax ¥ > /%7 %41 L CNF- « B ZHEIZIEMLT 5, 22XV
Y T fAEIE IL-2, IL-6, TINF-« . IFN-vy . IL-15 2D RIEVEY A NI A v ZmBIpEA T S 114],

QHAM/TSP (285807572 HAM effector CD8+THIM (Tax £FEAGHIIEENET U L %8K) 2SR S E 1T H
BLL (% rv U7 & Hele LT3 | BBB (IMEMNBIM) Ak 2 TR IRIE 5115,

QFBEIZ I TR CDSHT ML Tax = & b — 7 Herniifg (Y CDAAT Mifa - 7 A bua¥ A1 b ?2) ZIE
L. $7-58#E8 (bystander) HEE L C=a—nmy - S ) VA2 EET D,

ORI HBE (Th4~Th8 LUL) [TENLIC R HaL, 1BYERRIHEREME - BifE - 7 U A — 3 ADNETT 5, B
B (GFBE) ZEHEIX MRI CHEZRWTRE,

Tax (HTLV-1) NF- & B « AP-1 {&PEAE—IL-2R o WFIFEHL, [L-2 A CoriL— 7 —E8e T Mifa o
38 1) SR

NF- & B TNF-a * [L-6 « IL-15 + CXCL10 PEAE T BEJSIERINE

TNF- o FVIF RudA MEESDHIEE, HAM B CSF TEH (EHH D 5~20 1)

IFN-y ~ /a7y —UEME-oNO R DT ) — T P NEA S — R UEE

HTLV-1 71 7 A L A& R 7 v w7 A )L A& (copies/100 PBMCs) ¥R BIGENE: & IEARRE, TRIERhRTE

L LT
4 HAM/TSP e 4y +

4.1.3 BRR%
HAM/ TSP I ZREREITHE OB 2 M & T2 FMRELETH D, EEERE L TIRT,

- FEMEXIBRE (spastic paraparesis) : FIXOFFERIRITHE « B TTHE - Babinski UM, #IMITAHATIN
TS D LB TR R TR

- BEMEENGRETE - IR - JREYNA - FRIR - R (RO B L, 8 QOL KT O EK)
© RGEREE TR OBEUE - LU - SR (PREBIERGE PR 3 A D)

< EEEEDE BRI S HEL

+ BBGEIR - FREIPETE @ E IR E THBEL L2y (ATL & OERIRO—2)
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4.1.4 ZHREZEWHO/HTLV-I JMIVAEBRERYET—2 2006)
[#eE2Wr (Definite HAM/TSP) oD J:¥E[16]]

o« DHMEATMEDRENERREL  (RME of BRI E 72 1L HLRRIH)

- @IiEE 7213 (CSF) © HTLV-1 HuiRkbeME (7= i3k imit)

- QIEREFHIL O Do BEAERIN S, FAMEFHE, ©¥ 0 Bl2 KZ25%)

[fBhAO A AT ] MRT (BEZEHE - T2 M 59K A . CSF R n « QLA - o /a7 vk
o ATL ARSI HER) | HTLV-1 e A VA EEE (>1 copy/100 PBMCs) . #ZEN. (FHk SEP 38 L OV MEP
FER)

4.1.5 A& (2022~2025 FOMRZZDV)

aVFazrFaAf RN AFNLTL R=vnrm lg/AHX3H (L2R) Level III/HELEEE B
—f%& 0 PSL i, ~60% C—RFAGEIR S
Ao B —Txa o IFN-« 3~OMIU/H. B FE (KIHER) . Level II/H#EXEEEB (AFR)

oA )L AEKT - HAM effector T ffﬂﬂ’jﬁ/}\

FIVT T e HIV VBRI D A T 75— B HEHK], HAM/TSP | Level ITI/HEIREE C ({RIR54)
%42 PhIT 3B (0lindo 2021) TFm A )L
ZBAEICT - MRI Rt

AyaT ey AR, HtEE (10~60mg/ H Y 3) KHENE:

A%y TF= BEREBIEBIEREE (5~ 15ng/ H) KHENE:

YAEYFoTar BATHIE - SHRANGE - ADL AR, QOLAEFFICR | R <
AR

5 HAM/TSP {GE— (2024 4=BI1E)

INT T TEALDOTETFT A (2021 Olindo et al.) : 12 B> HAM B3 1Z 400mg % 12 WG Li-A—F >
BT, HILV-1 7713 0 L A 7S 12 38 TH R 49, SYE F L, 4 f1C MRT LRI AWE 2B F7, B
7 5 2 AZ R E T1b #8 RCT 4T,

4.1.6 Fi&

HAM/TSP 12 4E 6y TRICIERE T 2B E TIZAR WS, 10 H[ TR 50BN THBh A L, 20~30%7° Hfar 1K A7
LB, TrUA N AESME - HLA-A%02 it « BIEFMAFITEN Y XA 7’1,

4.2 HTLV-1 3 ESBE(HU:HTLV-1 Uveitis)

HTLV-1 Uveitis(HU): REBRVMRHEEDERER

4.2.1 EBEEERRIAIERT

HTLV- 1F%2‘7ﬂ%@,+’3 17~36%2Mi] B2 DIRFRH BE 2 R L. FOREIEHRA N HILV-1 2 HEL (HU) TH B

[18]0 HU (XN ENZ R B IS & ) RO FEFINEE D —>TH Y . BRI - iBHX OIREZH
iob\fézm\é‘fﬁ%f&aéo
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4.2.2 fRAEEIE
FEIEMEF I LB RITITMBE SN TV AW, UL T O 2 BRENEE S D19,
o Tax MEAFMEREIE « YL CDA+T A Tax 24 LT IL-2 - IFN-y - IL-6 - INF- « % 18 5I2E A= — i & HE B P
(BOB) Z i LAY T-IANE « 58 9 AR IR « RIEAFH 3
« HOSMERE : Tax X7 F FEMEE CHUR (retinal arrestin %%) R4 F#ERE (molecular mimicry)
(&0 B ERIGHE T MR AN E AL

TAELZEE) IR - AR U >/ SBRIZ CD4+ - CD8HT MURIRAE, HTLV-1 7'v1 & A LA F- R bR S D
JEBN 0 . JRFTY A L AERED ATREME S 3 5
4.2.3 ERKE
© RBUIE - TR R - i IRIRE)
- BWOET (EETIZ0IUFTETERLY %)
- AIIRESE (ABEREILEY - AiFE 7 LT - IEEBRAR)  BHSE IR - WS EIERDOGELZ N
- HEBERME O EO TR, TAA LA CEOEIREER (FA) THR
ST IRIE TS 2 IR FRE S 0
4.2.4 2k
[ (H 2022 4FUETRRRL) ]
- OB E WS (RS - PRIEE - 1255 - L) OERERT A
- OmiF HTLV-1 FUARBE (BIA LA 7 U — =2 71412 WB I % 72 I3RS A CHERR)
© OMOBKIC L D 5E SR AR (T A LAV OV« VZV - HSV, #lE, HLbaA F— 25
- @REEMMAE B AIE O HTLV-1 BERRE - Jrikk

4.2.5 BEETE

[F—=R] NV T2 /v =R (TRA) #EENENELITT /2 B TEN - WHHRIRE - 5857
JEONE S, FRENITR RN AT 24 F (0ZURDEX: F 4 A &V R HEIH) |

[&gyEE] EREEZITHEREICH L TRO L R=Y > (0.5~1mg/kg/H) . HILV-1 a7 A L 2 E&D
EEE] I IFN- o OFH 2 Bat,

[P B PRILERAY BAFIZ25 . 30~40%23 38, SHEETEIEOEIE N A A RO I 0 K, ANEE -
PENBE (AT A RiEBEET) - MERBES RS OHE & L CEZE, HAM/TSP & oA 0fHFlIX HTLV-1 & 7' =
A NAEE R LEENMY AT E,
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5. T fRaXFERI) 2 /NERE R MR (T-LGL Leukemia)
5.1 Bl EsE

T-LGL Bs(3ekz: CD8+AFEAL) 2 /NEK(LGL) Do O— i8R Z R E T 5FMRET. LGL a1l
REEDH 85% % 55D [20]. BifilhRFHT 60 i, T-LGL AIFIXE S R&ExE (B IV F: 25
~30%). DMAEEE(BEFREEN. MDS) EDEHIMFHBH T, SERGERKRIEZ E Do

5.2 7RREE STAT3 EE

7 a— M LGL FEA DRI A OBRMESURRL & & 2 b5, HIEOH.LE STATS (signal transducer
and activator of transcription 3) D{EFAIEMALTH 521l

+ STAT3 SH2 R A A 258 (Y640F, D661Y 4%) : T-LGL JEBID  40% I 1F(E, YBA0F 2SI, 25 5L STAT3 13/
U R LEESR (SHP-1%%) OIER 2% 112 < < 2 v E iR IR

« STAT3 [EHFEIEMALDFE . LGL O 7 AR b — AN (Bel-2 « Bel-XL 1) | Fas (CD95) -FasL & DFEREHNH,
PEGER 7 (IL-6 « 1L-15) ~ODR= M i

« STATSb Z8 5L : NK-LGL AR IV (T-LGL [ s Tidfi)
« PR (2023) : STAT3 VEPE(KIZ PISK-Akt « RAS &7 F /L& D7 1 A h—7 Z5@ U THIME I 61 1% it 2

(RS2 = LR &N
5.3 M

SRR I LGL HfgerEm (0>0.5X10°/L, >6 7»H) +TCRy /B PCRIZ X 27 u— RN ZH O, 7a—
A4 R A KNYU—:(CD3+, CD8+, CD57+, CD16=*, TCR«a B+, CD28—, CD27—, CD45RA+,

TCR VB L X NTHEMT (Ry 7~ « a—L X — T0Test Beta Mark kit) :22FEDOVE 77 I U —%kA L
B ua— MO 2 (EEEIX 0 7T X v ARVl - E&Er) .

5.4 &
(et e] A ek (<B00/ p L) (& DRRYWERAE ., SER 2 fF 5 A, EE D B R
< BRI MTX (10mg/B, REA) o RUSET50%, FEHET3I~6 AT D

- RE v AKRY Y (CsA, 3~bmg/kg/H) FiEv /v 7 4+A 757 I K (CTX)

< HEVEME LV U F =7 (JAKL/2 HEH]D) : STAT3 ZERFNCEHCE D), 2022~2023 420D phase 11 #BR T
ORR65%DEREH 1

© RA BOFE : MTX—BIEER & F M O 7 (A%
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6. T #ikamn') 2/ \EkiEAMmws (T-PLL)

6.1 BiSE D FHEIEF

T #AREaE1) >/ EkMER MR (T-PLL: T-cell prolymphocytic leukemia) (&, Bk#ULR T filaDOFEZEFD
DN B EBIENE T 5. 186 TH CETORVW RN AD—IE,

T-PLL 1Z AR AR U o SER M I D < 2% % 5 8D B AR TR 72 (FEMIRRER 0. 63/100 75 A) T, 2hr
IRFH AR I 65 sk, Btk 201, [22]

B FER AR

&=
Fi
=
el
o

ATM R /255 (11922-23) ~70% DNA LA E— T ) ARLENE, R OBEOFHWEEET
o

TCL1A/B i@ FIFEE (14q32) ~80% inv(14) (q11;q32) £721% t (14;14), TCL1A—AKT {EME L—H4
Bl - AT

JAK1/JAK3/STATSB 75 5 ~40% JAK-STAT 3 7" F )LAE T MEAL

NOTCH1 Z5 5 ~20% T-ALL & LR

# 6  T-PLL O EE /e fy i fn ) B

6.2 ERRIR LM

FHAAMEREZ (LIELIE>100X10°/L) . FFMAE, 250EY o o~HilER, RERE G 20%) AR,
FAREI TN RO T, IR TO MST 12 7 2 H,

aFERGIAL 1 CD2+, CD3+, CD5+, CD7+ (+/-) 5 60%CDA+D A, 25%CDA+CDS+ilipGE, 15%CD8+> A (CD4/CD8
WG T-PLL 2 HRIR)

$ERI : ATL (HTLV-1 HuiRpa: T T-PLL % 3§FF) | Sezary JEMERE (BRI & « CD26 f2iE)
6.3 A

TLAY R<T (HCD52 & MEE /7 v—F LHiK) b A8/ BAIEEE (CR R 50~60%) . [A/FE SCT
% CR1 #RIC R FERE S 5 Z & AME— DR YITM 4 B HE I8k [23), AR TIE 2024 4E1C T-PLL ~D#IS7KGE
(7272 U8 = FRSYERRE D DR EFL L ED)

N k7527 A (BCL-2 FHEHA]) : T-PLL (Z—#%IC BCL-2 @3 A R L, XK M7 T 7 ZHH/ T L LAY X~
TFH @ Phase 11 3ERAEITH (2023~2024 -7 — X F#H) [24],
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7. R T #HEa) 2 /NE(PTCL) DfEE
KM T #Fa) /N (PTCL: peripheral T-cell lymphoma) J1&. T #fifg!) U /N\EICEFEND—DODRE
7.1 mESEEEE(WHO 2022)

PTCL-NOS ~26% Lk (B—ThW) ~30%
ATTL (/8 S0 3Bk ) ~19% RHOA G17V (65%) . IDH2 ~32%
R172K (20%) . TFH ZKHIH
ALCL ALK+ “1% ALK @4 (NPM-ALK 48) ~70%
CD30+
ALCL ALK— ~6% CD30+, DUSP22 F#&mk (T | ~40%
BATHE)
NK/T #fa U o 8l (G7) ~4% EBV+, CD56+. perforint T40~60% (FH)

# T FUL PTCL Y & Fe¥ (WHO 5th edition, 2022)

7.2 REEE
[ALK BEE ALCL] CHOP*+= N3 K (CHOEP) —CR %% allo-SCT or HC.SCT, 7L v VX ~v7 XRKF
(BV) +CHP (ECHELON-2 #%B& : 0S « PFS & $ 12 CHOP % F[F]%) EUEE IR L 2 oo b 5,
[PTCL-NOS/AITL %] CHOP Z+iERiRER (235 7Yy, Ta_U v 7%) _ CR1 TO allo-SCT #ELE (ESMO
2024 HA RF7A42)
[FERERME] 77 PLSY— b GEREHRAD . oI5 72> (HDACPHEHA]) . XU J A% v kb (HDAC fH
EA) OERBEDHY, T XY 7 (PISKS /vy BHERH]) 2% 2023 412 PTCL )& T K E A,
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8. &) EBM(2022~2025 )

|Evidence-Based Medicine Highlights(2022~2025)

EBM®:HAM/TSP [C9 B3I 70 SEILDERFRAER
IEFTIVRULARIVITL #8RTL—R: COREFRTIIRIRS - FRZERIGER)
O0lindo S et al. (JNeurol 2021) [17]i%. #EEZW HAM/TSP 12 Bl %I vT 7 €L (400mgX2/H) 12
G2 Eh Lo~ A vy MlBRZRE Lz, FEFHMEEE - HTLV-1 7' v A L 2 &0 %L,
© TR UAVAE 12 %I TRAE 49. 5% EAE T (p=0. 009)
« MRI : 4 {5 CHIBERSZE O/ N - T2 &ifE 508055 % iR
« PRFEREZ 27 (HAM disability scale) : ¥J0.8 A4 v hiEMm (BEE2RL)
o LM Grade 3LLEOHEFES L

ABFFEDRR L UTHEFIE DD/ & « =T VBB T A VR F T o508, BEFERE HIVARER) DOl
JSAMER & L TR AEREITRE~DIGCHE R T 20BN E 72D, BET TV A -~V T 4 =7 BT
75 v AESTHFIEEERE (ANR) 32HE T o RCT 23 4T,

EBM@:ATL [CTBREHLIXYT+mLSG15(JCOG0907 HAERERFRARMT)
IETIVALARIV:Ib #E5RTL—R:AGERE ATL —REERE U THEEE)
Ishida T et al. (JClin Oncol 2022) [101iZ & 5 H REGKIEEEHFIE 7 L—7" (JCOG) 0907 3R D Fe #& i hir, &
PERL < ) Lo SfEAYATL BB (n=65) Z%f2RIZ, mlSG15 §ifll vs EH AV X~ 7+mlSG15 % b L7= 55 111 43
« FEFMEER (GEeFERE)  : mogamulizumab B 52% vs mLSG15 B 33% (p=0.03)
« 0S : mogamulizumab BE® 0S ULl 20.3 727 vs 13.2 738 (HR 0. 72, p=0.04)
« 34 0S : mogamulizumab ¥ 38% vs mLSG15 #¥ 23%
s EFESFES  XJE infusion reaction (Grade3: 15%) . JXKYWE (CMV BEMELIZEE)

[Clinical Implication] 4 LU X~ 7+mLSG15 MFEMA ATL OFIEHE—RIGEL A L g oT=, 7277
L allo-SCT RifDEH LY A~ 7 HAILELE GVHD UV A7 LR CEHET 5729, BT 6 E L LRSI
RENHEREIND,
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9. Clinical Pearls
|Clinical Pearls — T #HBatEIMF: RELPT LIRSV ERS

Pearl 1:T-LGL BB EEET) IV FDEHZRAE T

RAICKI L CMIX 8¢5 L CW I BENGFRERBUD 2 2 LB, TERFIMEE RIS SR L2 &, RA D
%) 30%1Z T-LGL F MR AAA0E L. W12 T-LGL MR D 25~30%IZ RA 2326473 %, 7 —H% 1 A F U —+TCR
7 a— T &2 4TV, T-LGL BT MTX Mk (MR BICAR) NAEHEMNREEL 25,

Pearl 2:HAM/TSP DEERERIE MS &R R RE

HAM/TSP & ZF8MEMEAVIE (MS) OEERNIRFIZINEE, SERIo#E . (a) HTLV-1 MigHuk (HAM #0Z05:0F) |

(b) MRI FTAL : MS 1% T2 @fE SR A DN HE I & ZEUFE LIRS HAM I X ZE4E 23 = C RN A 1T
Fi.  (c) BFEFETENL : HAM (X A% MEP/SEP BEE 23 gill,  (d) JuM - VB B & 7= IXAE R, R UM B O
PR & BRI &2 S 5 B I HTLV-1 ik 2 lE+5 2 &)

Pearl 3:ATL S DERRIEITE R DEHE

HTLV-1 &+ U 713 &M B (Strongyloides stercoralis) DREGENH 5 & FEHIE{L (hyperinfection
syndrome) L9V, ATLIZ AT 1A REFREZ BlGAT 2 AR A £ 721X iyEPUAM A (ELISA) TH#R
BRI Z R L, BPETHIUTA NIV R T FUARRE AT D 2 EBRVA,

Pearl 4:HU [ZREZRCHREBRRHINATRAZTN

HTLV-1 2% U 7 TIREBUE] 2292 H] 23Fk 272 60T IRBI~DOBREREMN %2, HU O~ EIEEIZRE T2
L EBREES> R WEIR N EEICE D, WIHORFTAT oA RiESH (TRA FEFE FES) THESOMNITREBENKE
ELT LD, TI7BAORINHWITEREIRET D,

Pearl 5:T-PLL [& ALT(HTLV-1 B214%) TRl

T-PLL & ATL 2MEANIESRAIEALL GEI B mERIE % - JFIE - JEFpIk Y 2 oRBR) o IERZR R AL - O
HTLV-1 /K (ATL 1 X BE. T-PLL IZ&atE) . @ inv(14) /t (14;14) £7-1% TCLL IR FIFEEL (T-PLL |Z4F2
) . BEF#A e B D (ATL—mogamulizumab+mLSG15 ; T-PLL—alemtuzumab) 7= S8R I IGHE E 5 DH)

Pearl 6:ETP-ALL I& allo-SCT Z#RHACEHH

T-ALL @/ T ETP-ALL &2l S =856, @ O(LERIEO A TIIEIALFIEE Ly, MRD 362 2 1 itk
WCE L, BETHIUL R —RIRZEHIZBET 5, JAK-STAT B8 (ETP-ALL [Z£\) FIx V) F=7
TR B R B 4y TREREK O iR b T,
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