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$98# T-cell large granular lymphocyte leukemia (3 RH] (6 ALl L) (Ch 7= 2K DERR
BAFER U > /38R (large granular lymphocyte; BIF, LGL) @ €/ 7 O—FJLBEMNICK > TH
OIS h3KET, LIFLIIFRFREEES ZEFFMOSNTWS. SE, 43 HCV BBIHEFFEE
TREICHFFHRBEEAGH U/ T-LGL D1FI2ZERL 7=, KHMH S UCEHEHRERTIEIHIREAIC
WMET7A—-VEREEL, BEHERTY O NBROEMAASh, FHMEsLOESEO7O—H
A MA M) —BLVEEHR5 70Oy MERDOREHEBLFE T, CD3, CD8, CD57fzMEY > /VERD

EmrEREhi SEMEOPCR TId TCRB DBEEKE:EHT, TCRY LU TCRO OF
BRPAONE., £A7LNZVOVEEICT CDS7THRMY > NEROED & LUFRFHREMOEE

PHERBEINEEDLS, FERBEAHLAroT-LGL LML . &, T-LGL ICId STAT3®
%3 STAT5b @ SH I~ A COEGFEEPEHEICHOSND EPHESNTVEY, KE
BUCHEWTIE, ChSDEGFEREIERTZ Lo
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Woa
MIBENIZT - VR ZH$ 5 ¥ 783K
1% large granular lymphocyte (BAF, LGL) &I
Fha. ToREGHEREICE, Mlekin cD3
(sCD3) 5t T-cell large granular lymphocyte
leukemia (T-LGL) &, sCD37A3&1%T CD56F 14D
natural killer (NK) cell large granular lymphocyte
leukemia (NK-LGL) %% %". T-LGL IZ &M (6
PHUL) Zh72 KM D, LGL D75 H
0= I X > THED T LN EETH
D, HET 2T Y EROEREIZL D aBTCR &

YOTCR 25N B, £72, LIZLIEHRIFER
B, BRI, EmEgm, ks
fiE, MUMGEAREZ LD Z &5 TW 5
T-LGL 3 i 2 IR T 5 2%, &L T-LGL D —
# T STAT33 % \» 1% STATSb % ¥ @ SH F 2
AV DERPHE ST xR R
o 72y 0OT-LGL @ — Bl % #%Bk L, STAT3B
X O STATSb AR T ERDOA I OWT HIRET
L7-OTHET 5.
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C RIFHEBEH T, EEHIRBHEL D70
Bl T B I EIRIB S 2l B & OSSRy A
bt 2 AT Sz, bR A E_L T 5
F 2B D H38EE A M 2 B HEHINBL. I
R Z AT - 7278, SR EBYRIEAH T
Ho 7z RRMIC A ) VOSBRI L, 70—
A MA MY —=TIZCDHEMTH - 72. DIC
DAL THBY, #HAFFP #5953 UL
K DEBE, PURBIMIISED AR S, Bk
Y O RENESE 2 Sz, FEED
W2 CHEbe & e o 7.

A BEtF 5 797 5

i AR -2cm RO EFF D 2\ 1) v o8
Hizfd L7z, @RI BE08H0, W xS
HAZEWATH -7z BEBIWWHL B, 7T
T#EETHo72 7, BIEEE IR T L
TBY, MEIIZFENA SN

A BRI A
MM (1) TIEHAMERE14,800/ uL &

#1  ABERRAHT

BESHEZRL, 209 HY r/38kIE3,996/ 4L
LML CTw7z. F 72 Hg 8.0 g/dL, MCV 89.0
fL & IEERVER M % 7% L, /MR IE3.25 /uL
EFEWWA LT A{b¥MA Tl LDH
350 U/L, BUN 45 mg/dL & BT, 7=V F
i $322 ng/dL & EETH o 2. F 72, sIL-2R
5,790 U/ml & ZBIZHIM L Tz, EYWRE I
L CiZ HCV Batk (HCV PUikB 4, ik e = 5.6
Log IU/mL) T& - 7245, HBV, CMV B L O
2V ERT AV A BIQIEREMET, EB 7 A LR
PEKGe /Xy —  ThH o7z, T Ofi, HTLV-],

IVT A HR, HhVIY, TARIVFEIR
YD TR TH - 72, RRMBHAEAR (X1
a-c) T, BANY VoSERE G S M A
52.0% Zdi7z. o ZENCBIST 5 &,

MBENICIEo &) & L7 A— VK 2 A3
IR 7 LGL b A S N7275, £ 1E7 A —
VBRSO 22 ) Y NERCTh o 7. T 7RIS
ANHEE 7 D ORKAEENH DY) 8k, KA
THHERMEMRE 2 A5 ) Y RBRBBIGES
7. BMML7 v —44 X MY —"TIL CD57
B PR B A311.9 % LML Cwiz, By
BPAEARTIE, AR ECR G MM L5 B R
Rah 1.6 % & FEWRBADHA SNz (F2).

B RER AR T I AR MBI B, AR

[Complete blood count] [Coagulation] [Immunology]

WBC 14,800/l PT 23.7sec  D-dimer 7.7png/ml HBs-Ag negative  Candida Ag negative
Blast 0.0% INR 1.88 Fibrinogen 88 mg/dl HBs-Ab negative  Aspergillus Ag  negative
Promyelo 00% APTT 97.0sec AT II 458 % HBc-Ab negative
Myelo 1.0% [Biochemistry] Hbe-Ag negative
Meta 00% TP 49¢g/dl Fe 112 pg/dl  Hbe-Ab negative
Band 80% Glu 102 mg/dl  TIBC 121 pg/dl HCV-Ab positive
Seg 80% T-Bil 1.0mg/dl  UIBC 9 png/dl HCV-RNA 5.6 Log IU/mL
Eosino 1.0% ALP 16101 Tf 92.6 % EBV Anti-VCA IgG positive
Baso 0.0% y-GTP 43U/l Ferritin 322 ng/dl  EBV Anti-VCA IgM negative
Mono 30% LDH 350U/1 Na 138 mEgq/l EBV Anti-EA IgG negative
Lymph 270% Alb 20gdl K 44 mEq/l EBV Anti-EBNA IgG positive
Atypical-Lymph 52.0% ChE 2U/1 Cl 110 mEgq/l EBV (DNA) <100 C/mL

RBC 309%x 10"l ALT 23U/l  CRP 0.56 mg/dl  CMV (DNA) <100 C/mL

Hb 8.0g/dl AST 17U/1  sIL-2R 5790 U/ml CMV C7HRP negative

Het 234% CRE 1.06 mg/dl Parvovirus B19 not detected

Retic 01% BUN  45mgdl (RT-PCR)

MCV 89.01 UA 5.8 mg/dl HTLV-1 Ab negative

Plt 3.2x10% Cryptococcus Ag negative
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M1 Wi AR MR R A
a), b) TIRPRAET, BOREEMELENICHINED
BV 2 7 A= VIR R AT A1) Y 5ER (KED)
WinhHasns.

c) TIIEF/NUY »osBk (REH) MEEhTW5.

F2  FHATR
Myeloid Lymphoid Erythroid

Myeloblast type T 0.0 % Basophil immature 0.0 % Lymphocyte 22.6 % Proerythroblast 0.2 %
Myeloblast type T 0.2% Basophil mature 0.4 % Atypical Lymphocyte 3.6 % Baso. erythroblast 0.6 %
Promyelocyte 1.0% Mono immature 0.0 % Plasma cell immature 0.0 % Poly. erythroblast 0.8 %
N. Myelocyte 8.8% Monoblast 0.0 % Plasma cell mature 13.0 % Ortho . erythroblast 0.0 %
N. Metamyelocyte 13.8 % Promonocyte 0.0 % Histiocyte 0.4 %

N. Band 15.8 % Monocyte 22% Abnormal Lymphocyte 0.0 %

N. Seg 6.0 % Atypical cell 0.0 %

Eosinophil 10.6 %

Eo. Promyelocyte 0.0 %

Eo. Myelocyte 0.8 %

Eo. Metamyelocyte 3.8%

Eo. Band 5.2%

Eo. Seg 0.8 %

WISl 22 7 X — VR 2 4§ % LGL 3% 5
N7z, EHsl 7 oy MEARTI F/C IEL3E
HIEH AT (K 2a), EMMRILYTIE CD71
Fatkifa % 12 & A iR v T &2 BRIFEERR
B DFE L Wi aRmg s (K2b), BIHRE
REBbERFRP L BU L. T/, CD3E

P T ) YORERASZEINCHEIM L, —HRE M A
ANz (K2c). ThHm) ¥ 3EkIZ CDS,
CD57 (X 2d), Granzyme B g% T, CD56i
ek chor. BHMBRTIEO 7T —H 4 b2
Y —7T3%, CD2, CD3, CD5 CD7, CDS,

CDS7R MM E AN L CB b, CD57i1x14.7 %
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a) HE #fu. IERHAEZ R L, HED) SRR L T 5.

b) CD713:th. Bpthifidss EBIg & 3, REREMMIITERICHA L T\ 5.

¢) CD3¥ett, d) CD57Heth. ¢) d) £ TV Y/ SEROEHEL TV LESZRLTHEY, WE L bEMMEIZHASNS.
e) pSTAT3DHIEYett. % < ORFERT AL OB A SN,

A) B) R 9
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3 PCREEIC L2 T ML Z AR T O FA A

ZhEh, A) TCRy, B) TCROB XU C) TCRB ® PCR EW D capillary BRIKEN Z /R L TWwb. wWihda) 136
Pear b=, b) IHET, BEE—2 2K TRLTWAS.

A) TCRy (VyIf, Vy10/7y). BESN-HMBHPANICHEE Y — 7 i ShTB Y, Bkl e L.

B) TCRO (VO/J0). WEMITWE— 2 shTnwas, Bite R 7.

C) TCRB (DBIB). T FNDBMMENTVEH, B —2713ay ba— )V T 2 L w7z, B HE L7,
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TdH - 72. G-Band = W72 gtk 4 Cld,
45, XY, der (18;21) (ql0;q10) [1]/47, XY,
+mar [1]/46, XY [18] TH o7z, EHIZ, HH#l
5D PCR % Mz T Ml SRS IET
OFHE A (BIOMED-2 71 k 2 V¥) T,
TCRB F M (VB/IBL, 2-, VB/IB2-, DB
AB-) TH o 72%, TCRy (Vylf+, Vy1l0]
y+ Vy9-, Vy1l/y-) BXUTCRO (VO/
Jo) 3B THh (W3), yOT-LGL & Zh
B HAREEREE L BT L. — T, WSk
2R B & AR v SEiIERR DS A S =720,
RIBERODS Y FHEMB X OB v Hik %
o725, BBk L IRFE R S Z L TH
D, U YSHEIE TCRY OFEMEE D B b hd
FORERE K & W L 7=

PR RE A

RIEREATHAL F (FLF=vuar DT
PSL) @ 30mg HO¥G5 2Bk Lz, LaL,
FAYM A OFELY > SERIT A L7z D DD R
L7z, FRIIHHIC60 mg/ HIZH®ET 5
L, SHBRICIEBOONELS kol ZOREA
TOFHWET 27 1y MERIIEERETH - 72
A5, CD710 HyE MARAL 2200 Je fh LR ERGR
EMOWEDFEREI NS (M4a). F7-NEEM
fak % 2z % COSTRYEMIIRIZMA LCTB Y (X

4b), PSL DiR#RNR L E 272, Tk, CH
JF9% - BFREZE O HRRBED 728, FRATEIC TR
FEL7z. PSL #f&4 ICHE L, RIS TREAZ
ATV, BEBED 58 2 20 A PB4 I BB IR
R X D KIRS N7z,

HHERIE D STATSE 5 FHEpT

fis B Z B & o &G (N0.1799) o % &,
STAT3% # (Y640F, D661Y) 3 X UF STATSD
ZE % (Y665F N642H) DThjH 12D\ T, Ishida
SOHFEIZE o THETERMBN 21T 72
AW nWTFNLBIETH -7 T2 B
BRG] 7 gy PEARIZOWT STAT3E L U
STAT3D V) ¥ MRALHUIK pSTAT3 (Tyr'™®) D
AL A Gt 24T o 72, FORE, BT
%) YOSEROBHEHET RIS AHTH Y,
STAT3DE B BTG HAL IR CTE o2 (W
2e).

%z %

TLGLEZ 6 AL EIZh 2 KMt o
LGL OFW R ¥ 7 1u — PEBINC X - TR
DFONBHEETHY, %< DEFITIELGL
132,000-20,000/ L Td 5", Z Wik 1213 /1/3
WESEBEYETH 2 OO, JeATT 2 MG
P9 FEE BAEIR, FFIRNE, V) »SEIENR 2

B e

;.
‘W

4 PSLiG#EFAMAT: 8 HHO-FHINT 7 1 v MERDFIE AL
a) CD71¥ett. BptER3EEkML <B Y, RFFRB LWL SN, FKIFk

FRIEMOBIEARR ENS.

b) CD574¢tt. CDS7RmERIIEIRA LT\ 5.
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Y%L DREFITHALONT WA, KEFTIZ
SBEB DB NTB Y, Kh§ImrF) >~ 73gk
BAS3,996/ L LML CTHBY, FAY 8Bk
ZZ D9 B52% (2,077/uL) A SN7z. KKy
MR 2 RBRIZHH S T Mg
BIC¥y—Th <, WML LGL & 5512137
A= VHRRIZZ L fifa R, KT RAI AR
WIFIER M OMIE A AT 5 vk AL
7. 7u—H%A M Y —TO CDS7MHE AR
¥ (11.9%) L OTEHEL» A UFRKE LT,
—IREIEESE D, Wb B BRI NERDE
INTOLREYNH L. T2, HEEMCE
WTd CDSTORBNAY—TH 5 LY DH
5. L2L, ZLIIBERPRRLMND 0D,
WM 7 A= VR A ET 5 YK TH Y,
Ta—H A kA ) —OFERR, BRI
B % CD3-CD57- GranzymeB B il B > Hg i,
TCR #Ea T AR OME, X 52 PSLIE
IS TR L HBELT, T-LGL &
BT LY. WBEICEE, RIERY oS
MRS A S NT=25, AR TIRWI NG EM) o3
JEIZBEEITH Y, 50207 4V R EGD5]
E& Lo TN D 5.

T-LGL ®90 %L EiZ o ST MINBHRTH Y,
y OT MR S B TH 2. Sl D%
BliE, 7% A4 PARA MY —IZLBEALAR
NV TORBIIREFTE TRV, FREMLo
PCR % 272 TCR A= T FHH L T BHH O i

Bl <, yBIUSHEHOBFHENED SN
72729, yOT-LGLAS/RIBEN 5. yIT-LGL

DR EEIZ, AB DT E L CD3+, CD4-,
CD8+, CD57+ DIEEZ/RL, € DEREEIX
aBT-LGL & FAFRICHEETH L Z LM T
wWaY F 7, REBO X DI TLGL Tk
FEBEEIZENDY, ThFTOHRET
&, 74 %-19.1 % OBETHALR TV B,
Y OT-LGL (2B L TlZ, Sandberg 513 y 0T-LGL
LM NN O VTR LTEBY, R
XD H 3 (6.8%) THEEINLTW
5. oMb, MEHTOHE L EDH E5-8
% FEEICHERE ST w»aY,

BT, T-LGL % NK-LGL ®30~40 % 2B\
TSTATSERF RO o> TEY, FKHE
TlEH DA, STATSHEMETERZA LR\ LGL
Tld, STATSb B TERPEEINLL WS
WED BT STAT3IEME 4 7 FE O I 95
BV THE W 2 EEbS A S, JEEMR
DML LIRS T 5 2 ML T
W5, LGLIZBWTINE CICHE S
ETOEETERIE, STAT3O SH2F X A V%
I— K352 210 Y640F B X UF D661Y
BEFEROBENEL, IRLOBMRTE
BT XD STAT3DHE IE LA A H T W
557 72, BRICHRIERE 2D LGL T,
Y640F 3 & IS D661Y @ 2 D D@EIEFER & ik
WD D 57, AGERITIX, STATSE(E T4
F (Y640F, D661Y) B & UF STATSHL #Efn 1%
H (Y665F, N642H) W#HIZDWTT L IVIFE
B PCR # W2 E RN AT o 7255, wIh
LM TH o7 T STATIO U Y EELHLAEK
WL > THFHTHMT 2 ¥ EROBGET
Rz AHTHY, KHIIBIT S T-LGL D
WEIOREK A STATID ¥ 7 F MEED BH I H
5 E3FE 2. —, STAT3ZERZ/RL 7
T-LGL 25 S T MK 7> v 0 B T Hll i 2> & #e
FHERZHE SN TB LT, SHROEMOER
2 & % STAT3E RGBS F - B EZATH 5.

ARHEF TR A & LT HCV G Ik
A FRZEDS A S N7z, HCV IZ B 5 I ik
SR o 5T, B MM JE Hodgkin W >
ISNED A7 53 T Ml %I Hodgkin V) > /¥ i
R Hodgkin V) > 78Jif, 2B MG B0 72 &1t
BRI BVWTH AN Z ERHRESINT
W3 HCV SIS 5 TILGL 132 h %
TIABIHmESINTBY, T b3klikyo
TLGL T - 72>""® T.LGL, ¥ y 0T-LGL
& HCV gL oHEOFEIZOVWT D, &
BRI SN A REPELEEDbNS.

LR R RENFICHEL, FARTRE
COl R H A ELR LIZH D THA.
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(Case Report)
T-cell large granular lymphocyte leukemia with pure red cell aplasia

Hideyo FUIITWARA", Seiko SUSUKI?, Toshinori KONDO?, Nodoka SEKIGUCHI®,
Fumihiro ISHIDA”, Daigo OKA", Risa KORESAWA", Hideho WADA?,
Takashi SUGIHARA?, Yoshito SADAHIRA"

1) Department of Pathology 1, Kawasaki medical school,
2) Department of Hematology, Kawasaki medical school,
577 Matsushima, Kurashiki, 701-0192, Japan
3) Department of Internal Medicine, Division of Hematology, Shinshu University School of Medicine,
3-1-1 Asahi, Matsumoto, 390-8621, Japan

ABSTRACT T-cell large granular lymphocytic leukemia (T-LGL) is characterized by marked
increase of monoclonal large granular lymphocytes (LGL) in the peripheral blood over the long
term (6 months or more). It has been reported about 20% cases of T-LGL cases are associated
with pure red cell aplasia (PRCA). Here, we describe a case of T-LGL associated with
PRCA. This case was characterized by increase in the number of CD3+, CD8+, CD57+, and
granzyme B-positive lymphocytes with fine azurophilic cytoplasmic granules and nuclear atypia
in peripheral blood and bone marrow. The patient was diagnosed having ¥ J T-LGL because
T-cell receptor (TCR)Y and TCRO gene but not TCRB gene rearrangement was detected by
the PCR of the bone marrow cells. Prednisolone administration decreased in number of the LGL
cells, accompanying recover of erythropoiesis. Although somatic mutations in the Src homology
2 domain of STAT3 or STAT5b gene are reported in 70% percent of the T-LGL with PRCA,
such STAT mutations could not be detected in this case.
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