582 WREZERME H148 B75 TR A

P, AEGR LR SRR CLL &85 e fifai
Beo> Bt BIEGIHETES 5. HEFEMIEYY typical CLL cell
LR, B prolymphocyte T4 hairly cell T
i LGL ThiWwd 2 ifEfl% CLL & EXENE
B, HAYHETE, BRESESRO TS RFEERET
%. [#tic chronic lymphosarcoma cell leukemia
R R B D oI oL TA FRESLET
#b, CLL 0L 00EEESOTRE, RLREY
EOTESEILEEELD.

HEMEAORBROBEE S5 L TS E LI
BT RRB IR PR BTt BB RE
BEPIBHRTER RS AR, BTN BB P RHIEER T o o B
AELET.

2 £ X W

1) Gale, R.P., Foon, K.A.: Chronic Lymphocytic
Leukemia; Recent Advances in Biology and

Treatment, Ann. Int. Med., 103: 101~120, 1985.

2) Galton, D.A.G, Goldman, J.M., Wiltshaw, E.,
Catovsky, D., Henry, K., Goldenberg, G.J.:
Prolymphocytic Leukemia, Br. J. Haematol., 27:
7~23, 1974.

3) Lahuerta-Palacios, J.J., Valdes, M.D., Navas-
Palacios, J.J., Montalban, M.A., Larregla, S.,
Martin-nunez, G., Fernandez-Debora, F.J., De
Adana, R.R.: Six New Cases of Prolymphocytic
Leukemia with Heterogeneous Prognosis, Cancer,
55: 2550~2557, 1985.

4) B B, EFEX, AMEXR, LHMER:
Prolymphocytic Leukemia, FEKIMWE, 27: 841~
851, 1986.

5) Mintzer, D.M., Hauptman, S.P.: Lymphosarcoma
Cell Leukemia and other Non-Hodgkin' s Lymphomas
in Leukemic Phase, Am. J. Med., 75: 110~120,
1983.

5t 38 P i/ INARCHILAE —— #7788 I o e B o R AT

FRREE—MR RS

%0 i
KFE FER - e —HP
w73 EBE-W@BE B
E B 1EF B
HHEXRTF - &8 FE
B B3

;R PT BRIV —T*

Primary thrombocythemia —a review on patients in Niigata prefecture
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of Medicine, Niigata 951, JAPAN,

A review was made on 68 patients with primary thrombocythemia in Niigata
prefecture in recent 20 years. The newly diagnosed patients increased from 0.04 to
0.38/10° persons/year. The male/female ratio was 0.66. The total survival was
estimated to be 167 months with an average period of observation of 54.8 months.
Nine died of disease-related events (acute transformation, bleeding or thrombosis etc.)
and six died of unrelated disorders such as gastric cancer etc.  Survival was longer
in patients without thrombo (T)-hemorrhage (H) than those with T and those with
T and H.

diagnosis did not affect the prognosis, but therapy by AP plus MS for longer than

The antiplatelet (AP) or myelosuppression (MS) therapy selected at the

half of the observation period elongated the survival in comparison with that by

either of them. Seven cases with low leukocyte alkaline phosphatase, 4 cases developing

prominent thrombocytosis from normal or mildly elevated level, and 4 cases (2 in

preganacy) showing normalization of the platelet count were presented.

Key words: primary thrombocythemia, prognosis, treatment, clinical course
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% 1 FERMMUNEDORE 2 £ L0
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FREAN | B 4 * %

FAFD 44 ~ 45 4F 2 #l 0.04

46 ~ 47 0 0

48 ~ 49 1 0.02

50 ~ 51 1 0.02

52 ~ 53 6 34 0.12

54 ~ 55 3 1 0.06

56 ~ 57 11 0.23

58 ~ 59 12 1 0.25

60 ~ 61 12 0.24

62 ~ 63 16 0.38

ERE ALY o h O AB/

RO LEFID WAL b DTHS.

B RN Tl 1005,/ el Bl ke
M ALLERSE L, MBS AR ER BT S R 5.
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1. fE il
FRMED D VCIEREN EHEEE N DR 1A 5D
6801, FIEMRES, #:61.2+15.2 (F#H+SD) i,
BoTiA14, B 0.66TH oo, BEHRNE 2

~228h H, ¥#554.8H0 H. RERSTOERIERES
#l (73.5%), 156 (22.1%), T3 (4.4%)
THoT.
2. EERFTER
FRF455E 50 & 2 B HBRAD0H B h OF L <
KESBM SN HFRREEBERL 25 & (B D,
BAFN45~50EHIL 0.04A () LITFTH » ikt
L, HBFI60~63F i34 0.3A &ML T & 7.
3. BREEER
BWRIREER Y B -7 (T) B, HMER (H) #,
M s i (TH) Bk XU0Eh b0k (0) BEIE
Iz 28 (41.2%), 5 (7.4%), 7 (10.3%), 28 (41.2%)
TH T, BERERORBEI N E TOREDS &3
[FRED 1 BRET 5.
4. —fRBMFAR
MRS 185.3468.97 (/pl) Th -1 HIMER,
FRMERFUL - hFh 11.747.3 (X103/p1), (x10%/4l)
+74.175(/pl) TH 1.
5. AL
DWESIOEIRN & h o lEgu, BRI (MS)
B 23 (33.8%), #umvMRAIEIER (AP) B 9 (13.2
%), WEER (MS+AP) B 22 (32.4%), WEIEME
A (O) B 14 (20.6%) Th 7. BRI M/NME
rahsbé, MS B 158.6+23.6, AP #f 162.0+48.1,
MS+AP B 211.8+71.9, OFF 210.3+104.25 T8
filcHEBEZEN . BRIMHIF & LT busulfan (12

# 2 BHEIROBE L EHE, R

E 4 #il melphalan busulfan a—interferon | hydroxyurea endoxan
B #l 15 12 8 6 5
WE & 6~1meg/H 1~4mg/H 400~600J7/8 | 500~1500mg/H | 50~100mg/H
H ¥ B | 0.07~2mg/H 0.5~4mg/H [k 500mg /38 ~1H -
**omesi#l (1) | **1mg/H (2) ** 500mg /M8 (1)
2/2H (3 1~2 (2) 500~1000/H (2)
1~2/H (8 2 (3) 1000 /H (D
2~3 (D
AW 0.8~1107A 2~60% J 0.2~1.3% A 0.5~72% A 3~727
(thoefE) (6 A) (6 D 0.7H) (1 H) (9 H)
£ o
E %* 13 10 8 5 2
2 1 0 1 3
L 0 1 0 0 0

* o IMRE R BIED 1/3 55\ 5007 741 Ginterferon OEAIFIED® 1/2) DT Li-H&asES
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1), hydroxyurea (6 #l), a-interferon (8 #l),
melphalan (1561), endoxan® (5%)) »fFHEh (F
2), MBI cidid 5BERYTH - MMRE30
~5077 5 A\IEIED 1/3 LITF oL, interferon
B &, MH, 0.5~4mg/H, 500mg/H~ 38, 2mg
/2 H~H, 50~100mg/BHHNETH 7. FELVE,
HEEIE, GERIAEIEER 2 wR LS, endoxan 3%
SEME LS5 TH A, PRI E LTI aspirin
(ASA) (30~300mg/#H & %\ 500me/El, FEH),
ticlopidine (200~300mg/B) »¥fibh, BT dipyridamole
(DP) (200mg/H) ARTEHH IR TV, HREE
NRONAFEIZEL LT ASA 30~50meg/ B A #
Sah, BRBEOHECHY TH - .

HIM B 5 U i AREER AT A 1R - 2 iFnk
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5 EHIER A RS - 03408 (58.8%) T, *
D5 B4l (35%) Tk ERoSEEEsED T, ER
PSS B VTR LT
6. SEHHIR - WEEAERBE L UNARERIOR
Gkt AR 37111 4
Kaplan-Meier i & % & 46 750% survival 4 167.0
HATH -1 (A 1-A). RELBI#EOIVWFET ()
FROTOELTH- (F 1-B). BholtBTits
120.5, Z 201.7h AT, Cox-Mantel test TIXHE (p
€0.03) wwHEENFE, T (HBE).
ZWREOERINCHREI T2 &, SHTEN LI
(WR) M, &4 - BEROFELBRGTHRE+T2 &, F
¥ G T(n=28), H (5), TH (7), O (27)
HcrhFh127.6, 187,5, 107.3, 126.54 AT,

g 40
R N S ‘B
a A
52 20 -
O 1 T ¥
0 100 200 300
Month :
1 Survival in all Patients
* 3 ZWEHERBIO BRI R EFET, Figfdr
iz BUBC* | Bl £ S | MU/MR (/D) BMER R/ FRIMEK 5 /2D | SFEEER B)
o MmH 5/1 | 2/ 3|54.8521.0| 216.6+81.1 12.2:+ 3.7 427+57 187.5
m B’ 28 /7 | 13/15|65.0411.1| 179.5+80.3 11.7+ 3.8 432+178 127.6
MmieHmTw] 7/2 | 4/ 3(59.6+ 7.5 146.0+79.5 16.6+17.9 492+81 107.3
® O 271/1 9/18 | 60.9-14.3 | 148.3%:40.7 10.1% 4.9 432171 126.5

* o AE S BEES DI,

Fh, SMIREE SBMCIEROZI L.
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H :hemorrhagic

T :thrombotic
TH:thrombohemorrhagic
0 :no symptome
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100 *ﬁ’ ol Ll o S
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7 M Z Wi LLLL yaw P
80~ H 1 (No Tx)
I SN D S ) S -
704 1ﬁ '
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104 N (Kaplan-Meier Method)
t
I
D i ' H T
0 100 , 200 300
MONTH
B4 4 Survivals in different therapy groups
£ 4 FLOEEC X ZHSEE COBEKRRE L O 4725
i3 ¥ O* ¥ AP % AP+MS # MS LEEOFEE (p<0.05) #
iE B % 20 15 11 21
C:VE:P) 7/138 7/8 5/6 g9/12
£OHE 55.0+21.3 67.3+ 9.2 62.7+11.3 62.5+ 9.9 | 10 vs ¥ AP
Mo/~ 8 CF/el) | 155.1+£54.4 | 141.8-+62.4 200.2+78.0 | 183.0+78.0 | ¥ AP vs # AP+MS
oM OER (5/el) | 42014767 | 441.1+66.8 422.6+67.8 | 437.3+78.0 | 7z L
B i Bk (F/eD 11.0+ 5.8 9.5 2.2 16.4+14.5 11.0+ 3.4 | 7+ L
AR (D 199.2 129.1 163.0 Ll L 103.0 ¥ AP vs $1 AP+MS
¥ MS vs ¥t AP+MS
2 - 5% (g##) 4(4) 0 (o) 6 (5)

BB /2 A BRI T bR tIEE RS - ThA LD L.

AP pul/ M,

MS: BfEsgE, O A,

* AR,

generalized Wilcoxon test TIIEBECELRR LN D -
7o, Cox-Mantel test TIROBHLTE L 0 EE (p<0.05)
CER LTV (B 2). hBUTOHRLED, B
OBFHCE R L EZ 2 D5 IR, T 5,
OFf & = DMOFEREEE OHEFTIIRIE ALY Cox-
Mantel test THE (p<0.05) KERE LT (F 3).
fo BRHICILES, MEREoZT i (K 3).

ORELHEEDLELHLVITEDN AT,

WBRPCEIR S N BB L 2 (R BOLG L HEE
ThHE, ENAbhich-t (KBR). BEEIL, /b
BB B 5\ EBEOBE L L b —RrhlforhE,
HLECREBEINTEFALE L v ic®, BEIOER
B & B BEIHE— B BB H OB O 1o OBEF
b~ IIFEL B D EEL NS, FCTHE LS
B 1/2 D EOHARMICEE - ot a b - TRFE
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LF LGB AR AR EEISIRNL I MRS 30
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T A AR & Lo, 37 AP BEISH (22.4%), BT
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MS #2181 (31.3%), ¥ AP+MS #1141 (16.4%),
FOBE20M (29.9%) &7c 0, AFEwBISATET (5
H) wERGCBRS B 4 Tk, SRR 120.1,
103.0, 163.0LL L, 199.2:h AT generalized Wilcoxon
test TH AP B LB AP+MS B HE (p<0.05)
DEMD . Cox-Mantel test Tid+hLISCE MS
BoH AP+MS B L HBEENS . &M
FERBRAE LORMR (F 4) #R5EM/MEBEE AP
BLoHE AP+MS BETE < (p0.05), F4EHOR
LOF AP BTED - ony, RN H mERE
ERABhish -t
7. BEOE(LL L UEHFRTY

D RO (3 5)  BMARKLE 1H® wah s
o RSN 200, o BREERR 2 flc B
bhto 160 busulfan A#%ICEZ 9, GillEkEL

I - HrE LR AE 2 AEDJe HRERAEIZ L 0L LIe. 1 myleran
F 6 NAP & FEH g
y . i ¥4 M ER Gifn ik 15 i M . L
& 1 - 4
i (T/ nD nce |M/E|Mek|Phil #E B dcki
AO 74, & 184 8.3(st 1, sg 66, bas1, eo 4, ly 25, mo 3) 27)5 | 6.1 122 [(=)|21F 8h H | 1§
O 713, &£ 216 |154( 0 84 1 4 8 3) 5 6.0| 38 [(—) 29104 H [ 1EHF
QiR 12, & 136 (12.4C 1 68 1 1 23 rd) 5 3.3 | 48 |(=)|1iF 34 H | 447
HO 46, & 129 |12.8C 0 76 1 0 17 6) 7 9.8| 16 |(—=)| 1% 2] |4y
#5051, i« 141 7.7C 4 50 1 4 39 2) / / /|1 |21 sHY A
QI 75, W 218 |14.5( 9 68 1 1 10 9) 11 3.20 374 [(—)| 28 5H ] | AL
HO 80, £ 113 59( 9 52 3 0 34 2) 5 2.8 30| / |UiE 5401 |4
o PMEYETHETE I LT L, NCC: IS C/n D), Mgk: FUBEEREL (/2 D.
F 7 CHEEEFE R LM R F LB
#® 1 Br 5L ] i firhit Rl
# HH MM He Tk amisfg) NCC* Mgk** &#(L
BE| 2 | 1978 19457 40% 1.2)5 9.27; 62 (—) CFU-C Aifit (+) 37-46, (=) 0-0
O\ W (st 7, sg 73, 1y 15,
49 ik mono 5) B L
x i 1986 534 43% 1.007 BT |84 3
5 j‘ﬁ 5/21 (st3, sg 69, ly 17, WL
% mono 9, bas 1, eos 1) S. 61
B 11/26
O|1978/8/31 7277 37% 5.27T (st5, sg 54, ly 40, mono 1, eos 0, bas 00 % NCC 22/ Mgk 250
t)1979/1/16 108 38 4.4 ( 8, 43, 44, 1, 3, 1 M/E 1.85
64 1/30 105 34 3.6 ( 8, 54, M, 2, 2, 1))
¥ 11988/3/29 37 33 2.5 ( normal )
4/ 6 57 3.7 HAfr 104E
LS 421 39 2.6 s L
5/19 28 35 2.6

M/ME, (mERS /21, NCC* @ BRI (/aD),

Mgk ** ! ERGREL (/oD
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% 8 WA B R FER 2 o fEH
LW i i . A .
;"';E %‘ ifﬂ’]‘ffi (Rbc, Wbc) EEd 5?? B:;i‘ % WI 1& 1 - nz wf é{i 2
#O 76, I 58.7 (483, 0.6%) | 129.7 (473, 0.8*) 48% | 175.2 (475, 0.9%) 53% | 274.8 (457, 0.8%) 84#
HO 66, & 39.0 (401, 0.6) 128.9 (367, 0.5%) 5% | 154.0 (406, 0.7%) 12*
7O 14, & 72.3 (522, 1.2) 93.3 (343, 1.1**) 28%| 128.6 (483, 1.4%) 40*
BO 61, 2 | 19.0 (457, 0.7%) | 91.2 (444, 0.8%) 12% | 14 5 (386, 0.8%) 17* | 186.5 (433, 0.7%) 37*

/M, Rbe GRIMER), Wbe (HIEK) - F/al,
tORYIONEL DORBAK.

I BRI D, EBEOLDIEE L. EHEsta
M, BEEHE~OBITHER b 1.

ii) NAP BT : AR it Lo Bic&~, 15k
MRATOLTRLSH L VIEE IR 1/2 LLT% NAP
EFEHETS &, NAP ®ESHF 76 (12.2%) »
B L (F6). Ly LWirefMEimad, 3
MERE, MHEHEH & LB R BN A S d 27T
itk <, BHT M/E H 6 LALLM 3IBICH S s
P, Ph! WREBELLSHFsFITCERETHY, 208K
OREBE (B AP #1, ¥ AP+MS #1, # MS
FE2, HOWS3) (FHEMEEM (14~347A8) ThHA
7, 1SMEEREM PR BT LBl e <, SRR
BT L 1 Bixbre, £FLTV5.

i) EHENEIE e L el MR LA
407 /cmm A TFOEFBECE -0 36T, £
P2 NIRRT L, FodsmLi (1
BEeR®). FEITIRGIOLERI & 537 € TR L - BYEH

* MEBRERLL,

**. eosinophilia (7%),

OELE T IRT. ALV R 2
AFEE LTRRAFTRII < %ﬁﬁf&ii[ﬁﬂ: spontaneous
CFUC %A &b, HEA LTS HREEMCED
T B REFRC IR BB D Rt il L2
DEEGRECT, 10FRIVMREBUSTER L Lie. Wmfls 48
RO B A R <

iv) FEFERMABZ -8 MVMREAIER 5 5 Ik E
FRAEOREN S i A FIOFRLE 8 ke,
OB RS i NIEEE D &2 15475 RO, 187
B BOB) £ Tt 201208, 37HhAsd-T
Wa. FeEOBIE 8. 7H B 2T5F £ Tt 7 F, 0O
BliE 72.37H % 128.675 £ TIZA0H Ambdr T 5. =
nHOFIIEOBRER RN, AMEMA LR, @
p3r N 45 SN

8. ZETCHIOMR (X 9~11

I5FIDPERE, BrEmmiRib 1, BEE, ETHE 2,

7 (B2, Him3, miRslime), Foft

&9 AHUHIORET

A 5
B # R o 3 N AAE & D B
FAE Wy | 4E T By
1 Oih 39 67 74 56 A | Aatkamwit | A0
2 —OWH 54 64 | 101E I A, &9 (busulfan ?)
3 O & 68 74 TRHETAH | BB # (melphalan ?)
4 JFJO % sl 65 | 144 BatdiZ, it | &9
5 O 9 75 77 245 ] | EREMEZE | B
6 OW 4§ 64 66 2 nhifn. Rz HH
7 O % 66 69 245 A H | ReER Hh
8 O % 78 78 75 | B HH (ASA, DP?)
9 O « 80 80 674 A | L HN
10 50 5 60 68 8 1E BEPEA M ? (warfarin ?)
11 #0 & 75 77 1896 77 | ABE ?
12 O «& 68 72 3HELAN | 4LT=R el
13 2O % 77 83 6 4F vk GLAL) | el
14 BO B 49 57 8IE3MH | B el
15 4O #& 83 83 5HH | g L

ASA : aspirin, DP: dipyridamole
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#10 (e, HIMFEED RN

B D B FIEE O B B
o | CPEORR | s e mEo GERIOBE | R i
M/ Ht | Fimek /i | Ht | sk
#O | 717 | 44% | 175 | BoldE, TIA 21277 | / | 6.577 | ASA 990mg/d L RUENRAEZE, H
PT-PV i
OK | 2187 | 31% | 1.5/ | TIA, RIND 20177 | 31% | 3.477 | ASA 500mg BBH | FRMMNEE
O | 25677 | 30% | 0.877 | ME&IRIMIR 20477 | 22% | 1.2 | G ok, R, R
R
WO | 22677 | 85% | 1.0F7 | 8% LUK, 577 | 1675 | 31% | 0.677 | DP 75~150mg/d | Bt
/= ASA 300mg/d
endoxan 100mg/d
&0 | 14007 | 26% | 1.007 | BEEESE 6077 | 33% | 0.85 | PT—? [teahstiiil
R (ASA Hzh) ASA—thik
warfarin
MO | 7877 | 33% | 1.577 | fEE ? ? ? | ASA—thik P iE 2
—iB i B
O | 1027 | 43% | 1.4F | SRMAEE 6477 | 35% | 1.177 | melphalan—rl | Fesh—H{bE M

Mg, EfiEk: /01, PT: RREEMMULE, PV: B ME

F11 Hime, SkEdt,

EHE () Bk OT

SO R ) ) FAEH DT R i ) )
B : FER, fhoogkr Bk & OvaRE z W
/MR Ht Bk MM | He | ek

OFf | 2237 |44% | 1.275 | SIE, SPEMEE 8.95 |36%| 8T mmghnﬂmmﬁﬁ@, AR
35

BO | 2057 |38% 9T | TIA, &f/FE, A~k | 1507 [31%| 1.35 nggﬁ, ASA ?mg/d | DARE
5 51

O | 19477 |40% | 1.277 | @IE 5377 |43% | 15 mwgﬁﬁv =]
8 #4

FHO | 907 |32% | 3T | BAE 99% |24% | 3T A&%gmmm.%w g, Ag
5 At

2O | 985 |22%| 8T | B, R, SB%| AR AS%;?mgﬁB VA EN 4
34 At

/b, BMsk: 721,  PT: REEMEM/NIMLE.

LT, B, OFRE, B 1Uo R, FEOK]
THY, MEE &S AMRIAL SRS .

Hifd A ik & 53810 FECEHOR B2 E10C
T A, WM ViR ROEAIEA®S (5/7) HiM
Thole. —KOCHELBEHDLEZLNEDIRT
Firh 6 BT, £ TH/MEEAEML T, 205 b
MMEFIDER S h T 161 GBO) Tiiieemslo
BESATHTSH S, BEATHD LA (BO) B
R o L/ MR R < b LciEic B 0, 3R
ORI H ML D EFALIZARER T b 5 AiHURERE B HE &
- S S, ANHE I UEHIE ®ERED
3FAEERL, JEHMm, MR FID o546+ 14 (&

O) BFRIE L OBFEATERE A, T AE & —IE
MBARE B2 LN L. BRETD26.7% (4/15) BE
iE & SEBALR, 60% (9/15) »BEEH v, 13.3% (2/15)
HBEAHEEE R, EEL LR, Zo3BEH2
Wrm T TORBMMI iz ey (3B 9). BRI
MRLFEREOBER A5 &, Wi, MEEHEDH 5,
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