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[HE] aq SWEZBAMANE(HCL) MIGKREE ., 2y kUG, Fik  IEEZI 2016 4F 1 A £ 2021 4F
2 H A BB B AT BS B WA 1 11 51 HCL B il PR SR, AT HCL MG RAFE . 2787 30K Bl e 15 0L
& 11 BIHCLBHE NS 76, L4 6], #HsehAAER 57 (30~81) 2, MBI RTERSUATE RIS I
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KRR ) WREZEIR R 3 Bil; B RE A IR CREERRR 3 B, TR 2 B, B 6 ) o 11 BB
PpA7— AR AR I R, B-Raf SR 5L R 22 R / 75 2 IR 28 11 VOOOE 2875 1 ( BRAF™) 525 By
81.82% (9/11) 5 ARFEMLH HIAS B Z > 4 61 (36.36% ) , =ZU/ 74 (63.64% ) , PAAZANMIIE /> 9 4] (81.82% ) -
1L FEE T, BR 1 BERFHFC (A HIE 50 mg 5% 1~3 K; FRBEMERL 0.3 g 28 1~3 K ) M 165 1 7R HI R-CVP
FE (FIZE R 500 mg 28 1 K; FABEELIE 1.1 g 55 2 K KEMY 4mg 252 K; HIERR 1Smg B 1~5K) J5
SO sER R LASE, oA 9 Bl 2 s B IE R AARYT . 1 BRI FC r RIBIT IR | DT RS BRI 8 2%
fift, A% 10 BIH e h R IERITRGIT B A 7 0. 2 DT RNRITEA 3 B, 4 BITE R R EIRIT R 13 A H TR0 N
BTG, 6 4] 4~ 12 A HIRTTTT RO TAL IR 58 A G2, X s h IR ST SR B 100.00% (10/10) o 10 >R
P IRIRYT IR AEIRIT IS I 2~4 RN R RN, b 741 (63.64%, 7/11) K AEAa% b 4 5o,
6 1] (54.55%, 6/11) HE KA M/IMITEUR, 4 6] (36.36%, 4/11) KA PERAEERZ tEEH, 3 4 (27.27%,
311 ) KA YL EIEIRE Ry, AR YSREIR B PR SRR R I . BRI R AN, TG HHA
ANEI KA 11 I HCL g POz BE It E N 14 (3~61) ASH, W A 775 JC kA AF IR AR R . Rt 7],
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Clinical features, diagnosis and treatment of hairy cell leukemia
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[ Abstract ]| Objective To analyze the clinical features, diagnosis and treatment and prognosis of hairy cell leukemia
(HCL). Methods The clinical data of 11 HCL patients admitted to Fujian Medical University Union Hospital from Jan.
2016 to Feb. 2021 were collected and sorted out, and the clinical features, diagnosis and treatment effects and prognosis of
HCL were analyzed. Results There were 7 males and 4 females, the median age at diagnosis was 57 (30-81) years old, and
the median time from the onset of clinical symptoms or signs to diagnosis was 5.0 (0.5-26.0) months. At diagnosis, there

were 6 cases with lymphoma B symptoms (fever, night sweating, and weight loss), 7 cases with infection (all pulmonary
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infection), and 3 cases with lymphadenopathy; all cases were accompanied by splenomegaly (3 cases of mild splenomegaly,
2 cases of moderate splenomegaly, and 6 cases of megasplenomegaly). All the 11 patients underwent first- or second-
generation sequencing. The positive rate of B-Raf proto-oncogene, serine/threonine kinase V600E mutant type (BRAF ™)
mutation was 81.82% (9/11); peripheral blood routine showed that the two lines decreased in 4 (36.36%) cases, the three lines
decreased in 7 (63.64%) cases, and the monocyte decreased in 9 (81.82%) cases. Among the 11 patients, except 1 patient who
received FC regimen (fludarabine 50 mg and cyclophosphamide 0.3 g for the first 3 d) and 1 patient who received R-CVP
regimen (rituximab 500 mg for the first day; cyclophosphamide 1.1 g for the second day; vindesine 4 mg for the second
day; dexamethasone 15 mg for the first 5 d) in the first course of treatment and changed to cladribine in the next course, the
remaining 9 patients received cladribine monotherapy. One patient obtained complete remission after 1 course of treatment
with FC regimen. Among the remaining 10 patients, 7 patients were treated with single course of cladribine and 3 patients
were treated with 2 courses. Among them, 4 patients were treated with cladribine for 1-3 months, the curative effect was
evaluated as partial remission, and the remaining 6 patients reached complete remission after 4-12 months of treatment. The
overall response rate of 10 patients to cladribine was 100.00%. Ten of the 11 patients had adverse hematological reactions of
grade 2-4 after cladribine treatment: 7 (63.64%, 7/11) cases had neutropenia, 6 (54.55%, 6/11) cases had thrombocytopenia,
4 (36.36%, 4/11) cases developed agranulocytosis with fever, and 3 (27.27%, 3/11) cases developed lung infection or upper
respiratory tract infection. The patients with infection symptoms improved after anti-infection and supportive treatment. There
were no other adverse reactions except hematological adverse reactions. The median follow-up time of 11 HCL patients was
14 (3-61) months, and the median overall survival and progression-free survival were not reached. During the followed-up,
no patients had HCL disease progression, recurrence, or death. Conclusion HCL is a rare clinically indolent hematological
tumor, which is sensitive to cladribine and has controllable adverse reactions. Patients with relapsed or refractory HCL can
choose to enter clinical trials or consider joint use of other targeted inhibitors or monoclonal antibodies.
[ Key words | hairy cell leukemia; diagnosis; differential diagnosis; chemotherapy; cladribine; prognosis
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ZEBAM A% (hairy cell leukemia, HCL )
Sl R 5 UL A 1 B b L 200 i 5 e e
2y b7 BT A R IR Y 2%, HBAVRRAE 2 4 1 20
s /S P B K . HCL fi 5 1 Bouroncle 45 F
1958 4F 1 IR iE . HCL & W TP 2 4E 5 1, s
FIAEREH 55~60 %, BLIHIZIN (4~5) + 1
HCL 4l fiil % %% 3k CD11c, CD22. CD20, CD25,
CD103 Z54t)i,  H AR Rr S PR TIT £ TR R P B 1R il

(tartrate resistant acid phosphatase, TRAP ) M JRER
I Al (annexin A1) ; IbAh, B-Raf Jilfm L [N 22
RIR | I PRTE T V60OE 2875 %1 ( B-Raf proto-
oncogene, serine/threonine kinase V600OE mutant
type, BRAF"™") 2875 )& HCL LR 53 Fhrak ),
{0 HCL R BUR ML H RT3 AR EE > . ABFsEIE
JEtE o b 1 AR ERR A E R R BRI R B 5 4R lh
[ 11 ] HCL i35 Bl RGBS 55 e VA5 8L, LA
W18 HCL Wi iB R B 555

1 #BFTTE

L1 AR BB 2016 4 1 H % 2021 4F
2 H At R B A e P RS BENR 9 11 45l HCL
B IIG IR TR, B AR 5 [ [E 37 27 A e )

#% ( National Comprehensive Cancer Network, NCCN )

HCL 2746w ' T LW, 1948 e o 367 B 3 40
CECA R L ) i A0 AR S g o3 2 | o 3 A 3 2
Uk AR A, ASRE: (1) IRIRFRIAST
A 18R B UK A0 B e, B A B R B2 WY
HCL, ARAEAMBE 4 32 3 AT ATl IR 1 1507 Bif o7

(2) 5MRImTR . EBEE AL Ak aE g () |

ERENHTEAR . WA OR e o B S AR
Hor A 55 B0 28 U2 I T-Be 7 ATl 9] 12 HCL .

HebrprdE: (1) (LT T2 EFRA RN % E
N HCLIFARMBAAEABE# s (2) A8 i e
WAL HCL;  (3) BEAEG IF A e s s
(BEEsLHEE) ; (4) EAXHCL; (5) 897
M (b7 e ali B AE)E ) HCL;  (6) Iifh R B2 %
RHE R HCL 5

12 A Hx%E MARM 1L FIEET, B 16
BH R FC % (AL 50 mg 45 1~3 K;

PRBEMERNE 0.3 g2 1~3 K ) K 1 BIBEH 1 7R
KHIR-CVP J55e (FIZ 15 4T 500 mg 26 1 K; 3h
WEMERG 1.1 g 55 2 K KB 4mg 55 2 K HhoE
KA 15 mg 55 1~5 K ) JadCh sehi e g LS, H
R 9 W BHEZ e R R (1.4 mg/kg, FR
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1R, Rk 24 higid, 55 1~5 K) A)7. mEr
JEWIN 2~3 d B4 1 IRINEHL . FFEIRESE, #7ih
PR AR RRYLREAR, 55— o a] 52 36 9 S 2 AG I % kg
#B CT A, AR I ACRE TR A il B4 e 25 SR R
R TN (IR v i) =52 1 S e A W e R R/ 2
MBI RE S RHRIT o

1.3 7k S% & HCL Mhrisyrism ™,
EBFEHAZIRIT 6 A R T SOV, 7805
H5E 4 5% f# ( complete remission, CR) . #4728
i 1 Fa 2 (stable
disease, SD) . J¥i 1 # & (progressive disease,
PD) KB K. CRARME: (1) IH B4 I 46 A5 2
VEIEH, ML (hemoglobin, HGB) >110 g/L
(A mar$E ™) , m/Mat4C (platelet count,
PLT ) >100X 10°/L, ZaxfrEhi4ifif4e( absolute
neutrophil count, ANC) >1.5X10"L; (2) J#Ji
AE/NFEIEF RN (3) SME I KB 3R W R
YR, PRARME: (1) IMLH AR bRz 1E 7
(2) Mg /N2 50%; (3) Bk A B4
120 Z DM 50%. SDARME: 45 T4 bn A& 15 2
CR. PRARE, PDARHE: S5IAY7 ATAH E, MELE {4
FRAk Sz Ruk i 400 = %2 (HGB 1/ 8% PLT 1/ 5%,
ANC) T B 25%, FfEbrfsT e Baaimil. 2k
SRR ME MR / B8R RE R A B A
O - R UEYE o I 52 2 0 it 4 L — R 7
UAK T CR 8 PRAGHE TR ), IR AR 1)

fi# (partial remission, PR ) .

CR il PR U2 oA 2 A A £ H 1M MR S22 L
L. 54 CR A PR BYHATFRLERE

1.4 FUsk SRR RGUERE G i
IR B2 A RIS BAEBEIRT IR, RIS LA SIS
(e TR, BEVTIRE HIU 2021 47 1 H.
EATER] (overall survival, OS) 5E Xk M\ 5B 1
22 HlRZ B H AT 8T (RIS ) BY[E]
b b a]; Jok R A= A7 (progression-free survival,
PFS) & SCHBE R TRE T BIRIT 2 HE &2
PR A R 2 e i FR wl & A= T (Y TR 1]

1.5 %itsaz® R SPSS 20.0 FEE 5 b
L, THEBERIAT A (GER) R, TR
PBIERA 53 BE0R

2 & B

2.1 HCL B F 696 R 4E  ARBFRANAL 11
HCL & 76, & 44, Hiigmth AR h
57 (30~81) %, MBI RS 4R BARAE 2192 Wi
By IR 5.0 (0.5~26.0) DA . B2 &
T, BIRITIRVIBREC T RIGYT . 2B i R 9
Rz Iy 6, Hia (SR R R I A )
4 ), PR RRGIER 7 B (¥R ), B
WRELRE B AEIR (RP&Z#, &3 IRE L) 6 #il,
WRESEE IR 3 . BT B AP AT AN [ R g L
K, FLA R EERRIC 3 . TR BERRR 2 1. B 6 1Al
W3k 1.

#£1 114 HCL 2EBIEREHE

I PR A I BB
ot PG e/ = LS . WBC/ HGB/ PLT/ MONO/ BRAF """

A e =0 bR s ik Bk L X10) (@l ) L X10% L, X10) T et

1 B 45 - - + — — — 12.23 86 78 0.06 — +
2 4L 30 — 4+ 4+ — — + 2.46 38 63 0.01 + +
3 0B 58 + - + + + + 1.91 101 27 0.00 + +
4 & 43 + + + — — — 1.28 57 89 0.59 — —
5 B 57 4+ + + + + + 0.86 46 19 0.03 + +
6 L 49 + - + — — — 1.65 147 72 0.01 + +
7 B 54 4+ + 4+ — — + 0.51 98 41 0.09 — +
8 B 64 - - + — — — 5.42 113 96 1.47 — —
9 &« 60 — + + + — + 3.15 69 37 0.02 + +
w % 8 + + + + + + 79.17 61 9 0.00 + +
1n B 74 + - + — — — 0.43 74 59 0.01 + +

HCL : Z E40H (1 155 ; WBC: 40458 HGB : 11408 11 ; PLT : Ifil/IMR 3150 MONO : A% 41 At 145 ; BRAF ™. B-Raf Jii.

PR SLIN 22 TR | 95 % R 2R 1 V60O E 248 7Y .

22 HCL %%zE#4F 11 HHFEINE I R
ZUD 401 (36.36% ) , =ZBb 76 (63.64% ) ,

PARZ AR 9 ) (81.82% ) o FFA &5t
BEIE AR A, B P el DAY B (| 1) , Ik
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KBTS E R A Eng K, 4iMEh w2
RGO, HZr] WWELFTRE, DR, ERELr
AL FRREE: 094, 1906, 291 4], 11 4]

BE TR AL I A, BRAF™ 9715
FAPER K 81.82% (9/11) .

E 1 HCL BERHMEESERE (400X)
A K G- W g Y, ] DL R R M () B AN B« R AR — A R C i A B (2. HCL - 22 B 40 1 I .

23 AX@MIERERESBER S HIBREFTINE
M 2 ARG, 4 HCL 408 Fe 64 23.21%
(11.39%~33.24% ) 5 5 6 il & & 17 5 B8 40 e
i A0 A AR A, P 2 HCL 40 B Eb 514 36.43%
(13.22%~61.67%) - 11 I HCL & 4R
g% o BUREIE L3R 2.

*£2 114 HCL B2FRXAAREE S B RIXIFE

n (%)
;gg T iﬁ ik Rk
CDI19  6(54.55) 2(18.18) 2(18.18) 1(9.09) 0
CD20  6(5455) 4(3636) 0  1(9.09) 0
CDllc  5(45.45) 3(27.27) 1(9.09) 1(9.09) 1(9.09)
CD22 3 (27.27) 6(54.55) 1(9.09) 0 1(9.09)
CD23  3(27.27) 2(18.18) 2(18.18) 1(9.09) 3 (27.27)
CD25  5(45.45) 3(27.27) 2(18.18) 1(9.09) 0

CD103  3(2727) 4(36.36) 0  1(9.09) 3(27.27)
CDI23  3(2727) 3(2727) 0  2(18.18) 3(27.27)
CD200 1(9.09) 3(27.27) 2(18.18) 2(18.18) 3(27.27)

CD5  2(18.18) 1(9.09) 2(18.18) 3(27.27) 3(27.27)
CDI0  1(9.09) 2(18.18) 0  2(18.18) 6(54.55)
FMC7  3(27.27) 5(4545) 0  2(18.18) 1(9.09)
CD79b  3(27.27) 5(4545) 0 1(9.09) 2(18.18)
sigM 1(9.09) 2(18.18) 0 1(9.09) 7(63.64)
sigD 1(9.09)  4(36.36) 1(9.09) 2(18.18) 3(27.27)
cKappa 1(9.09) 2(18.18) 0  2(18.18) 6(54.55)
cLambda 1(9.09) 2(18.18) 0  1(9.09) 7(63.64)
FMC7:B 4fi g CD20 s BEHTA ; sTgM : 73 UA 4 G 732 Bk
HHAM;slgD: /M A BREE I D.

24 BAEREAFF 11 HEE T, 1 HIBRER
F EC 5 53R97 | A R B34S CR, 10 Bl
R S R I BT RV YT T 6L 2 NITRRIRYT
34, 4 BB FE A SRR ERIT R 1~3 AP
WAL PR, FoAx 6 Bl E 4~12 > A TP R0TAl ik

CR, IX 10 ] X s S TR ) AR B 28y
100.00%.

25 ARRBRE 10 Bk B AR EIR T IR E
TEVRIT e I 2~4 U i A A B, Hordr 7 4
(63.64%, 7/11) &= ANC I/, 6] (54.55%,

6/11) &4 PLT Ik />, 4 il (36.36%, 4/11) k4
sk A B = A R, 3 B (27.27%, 3/11) k&
Az i IR G Bl [ PG RS, PRI RE R A 4
UYL S SFRRBYT R 5% o BRI AN R U Ah,

TeHAMAS R KA

2.6 M AFUS A 11 4] HCL B it
W24 14 (3~61) 4~ H ;5 W7 OS 5 PFS ByA I E];
B, TCRE A4 PD, B AT,

3 3t g

HCL J2& — 5 T 12 B 40 A LI R 55 0L i 12
£ B 4 s / bk 9, H AT WHO #% HCL 128
N B AIEARE S SRR . HOL % WL T4
B, REBUEE A AR B A il 4 sl FELE
I R I SRR AR, HCL BB I
HATMRERAE . HOL i), B,
BATEEEIRE AT, Qi 21
e LS AT R e SR AR A B 2L, 2
BT IR, AT R AR e E iR
Kigr, B TR R ALY HCL JESA4FE, X T
BE LT RREE TR YRR

HLAE 2008 4, WHO MRIERERM . 7 F4
Yy e# FEE 5K HCL 43 2 U8 HCL ( classic hairy
cell leukemia, ¢cHCL ) F17F 5% # HCL ( hairy cell
leukemia variant, HCLv) . — 85, 8 I
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o5 SR ZH L 0 cHCL i e ™, HLAH G
WFFE 2, cHCL 35 5y H BB 2 A X i 446
CUn-E86 < ) SRS, g A AR B B
A EBE ABLR YO58 H B a2 AR, Horb 7 i &
H AT R FR S B BE T BB, AR
AH I L BEokE, i 7 ) 3 A A i A A AT T
BOIR T E % F BR H Ak BRAF " 2875, Jj cHCL
B, SRS g AR —EL. cHCL 40 i
Yo 3 6 B H 21K CD19, CD20., CDllc, CD25.
CD103. CDI123 } CD200, ifii CD27 KBIHE"", %1
T Ak CD5, CDI0, CD25, CDI123 } Annexin
Al (9 HCL, H A HCLv, i3 Hit 54 i cD23 .
CD25. CD103. CD200 /% Annexin Al A A BT IX
43 cHCL 5 HCLv. {B 1% ¢ MY /2, HCLv 2§k
B 4 bk LR / I R — AR SE AR, N REHS
FAE TR TR IE PELO 86/ B 20k e 1 L 4
K L8 cHCL J 3 A7 7655 52 5878 BRAF ™™ | Tfii
HCLv OANFEAE XTI, 245K, byt o S ]
PSSR, NG SCBERE i RAEUE RGN A (NS5
FEPR R S SR A R s 1o s, — AR ) T A%
5 ¢cHCL A 1t, HCLv 1y CD103 3 % Ay Bk, Hobk
SARRIBAZIX R ER . SRR, HCLv % ¢
2 A 352 1% 27 SR, AR A5 11 P53 (tumor protein
P53, TP53) 5878, Tqk J 5 S Yok 45,
HCHCLY HA S {2280k . BUG AR, XTI
EBUREPEAR, & &% T cHCL ™ | AHFSE P Uh
2 9 3 BRAF " Z8 A5 B, ad 2 — AR G
BRAF " 5 A5 BH R N 81.82% (9/11) , SHX
roe > L e A —EL

E Iz G, RE4 K ZHHCL BE TR
BORYTY T-B, A 29 10% 1Y 3% 5 St ARy
FEAERT T LITRYT, IR E I R R BRI F B
IR BBAT AT L3 SR, IR BT
T, HERIEIRYT B2 A st 2 HCL &
FHIBLLT 2 1 S5 dR: HGB<110 g/L.,
PLT<<100X 10°L. ANC<1.0X 10°/L. J=a/&jLff
ol (0 AT NG RN £95-9 Ly N 7 S i I TS
T IEMR T IIPIRYT, X2t TG
DR, A4 I 40 i 98 2 i HOL (834 T BE L 75 36T
BIVAT {45 2245 HCL S Jo it/ ' o 3@ %, HCL X
IS (shrE Wi E A T ) BUK, B
BCREAE D bR el TR 2R ARy B, Hipzyaly

Pt CD20 HsglEiR (FIZ bt ) B AT IR
FP R I 5y 315 CR ™ L ATFSR T A 7 1
HABEEEIER Gy, H A B YA B K
AN SFRER, SRS B 11 1 B ERAT IR TT
F81E
AT A 1 BRSSP FER T R-CVP
FEE (FZEHY 500 mg 26 1 K; MBI 1.1 ¢
2K KEME 4mg 52 Ky HIEK 15 mg
B1~5 K ) IRIT SR E SO s bR ERYY, A
2 i E 1512 HCL i PR 58 2 28 5% 5O 5 A 0N 4
BRI R S AT se b 6T, (HIe S0k bz inyr
J IRARAT I B IT L. 10 Bl 52 7 br i VPR 236
I7 ) RN SR EVRYT S SN #4h 100.00%,
F W] HCL % i JR 45 R 845 HLX v v et Ve A 00
PNEST RN . fEAS— 4RI, FUAPIEIE S —Fh e
BT B 2, X2 B kL
S A Pl 0 B R AT AL, T HCL AR 18
PE/IN B 20 Ik B RS A — R Y, T4 R [ N AME G
TF 5% 2 W] SRLh or Vi B 247 s R 5 LAl Ay 24 R ] i
HCL B % 5 S MK A7 7 0 ARBFgeh 1
BIEE R FC % (FUAHLEE 50 mg 2% 1~3 K;
B mERE 0.3 g 55 1~3 K) 1bI7 1 A7 HE, BRib
AI7 e B BEID T BURG SIS DL, R TCFRR SR
Ja 8k 2 0GR b B A BE AL S CR, R FC 1 %
JR%t HCL BB AL
A4, H A L e R —— I s S AL

( moxetumomab pasudotox ) X F & & #EiH HCL fE
WSS A] K 5% B2 995 ( measurable residual disease,
MRD) BAPER) CR, HIEAIT#EME, JFT 2018 4F
e % [ FDA It 5 76 85 (lumoxiti ) 157,
3 4h, IR AR BT F B B9 I R BF 5% 8 4 45
[\l BRAF"™*+MAPK/ERK # fiff 1) 4t & 4E &

(vemurafenib ) . iS4 EJ¢ (dabrafenib) 3% i 35
B (trametinib ), DA 1] A7 450 1 22 1R T it 1)
RagRE, Fikityr TR S T REN SR
HCL J7 3 X WU i KB i A 2. 48K, X%FF HCL
WPV S, HARE MR . A CanirAb g e
KAN) S BE R S B RS, EAMIFSR &N
H, R VHIEERY Y HCL 3, HeE 881 1k
MY BETEZEEA~ A B A RRIR AR, 0w e SR B
BETAG S A N AR IET ST i 4~6 > H BEFT ), T
N 2E 3 BRI EYRYT G | AR RS R
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SR RIFRCEG I . BT, HCL B S
YT AT, AR AT, AIYE HCL B4R
—ERIRPE R

Ak, HCL J& H R JC 1236 M 04 2% 1 i i i
Jo, (R PTAE R YT e ik B I AR sl K AR
f7. HCL 835 78 CR [ Bt 4 40 & 1l 40 it 31 %5007 42
VT OF H fH, EPHGB>110 g/L (JGkuim ) , PLT>
100X 10°/L Fl ANC>1.5X10°/L. IH.4b, 38 i 2 {4
IR AR 2 T BRSO b o 2 75 45 i 4 /N B R
PRI UG B EPAPE AR . MR, TEITREGS R
Jr At 3 AR IE], QA 2E VA B BE T A HCL
TEE B 40 M0 2%, U B B34 445 8 MRD (1) CR.
Paillassa % ' FF & T — W&t %f 279 15l HCL 3% 1
BAFN 3 AT 5, 25T v 7 B R [R] S 10 4, FR
Hh OS2 27 4, TR KA 11 4F,
Zit 10 FE KRN 39%; R4S HCL Bl HA Rif
PRI, (R A 55— Iobvyeg () RS ARG B m o
2, ARWFFEH HCL H % 7 1 1 B 1A )T SO R
If, RMBPE NN, FET- AR, HHE
i f A5 B 1 BT R A BRI -
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