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(EE] AEEMEINVIMEIIE (essential thrombocythemia) DFZFEDOIVIK, IS S M 572012, SE}
THRER U TZRERIC D W THERANCRET 21T o 72, TEGNE SRS & OBhEmEhe Crelr S a7z 1461 (B 741,
2ot TH)) CRMIROSRIE 28-92 5% (FPR(E 62 %) Th D, AR O SFHIE I MBS 9,871/ k], ~E
7aey132g/dl, M/IMEEL 106.8X 101/ 4] (67.6-158.8X 104/ ul) TH -7z, BRELAEMRAERETENL 10 4
T, 205 H IPINIEFZR, | FInEHRERE 22 L Tniz,

e b ARG E 21T, 2 ONERIE Hydroxyurea (HU) D &3 241, HU & B/ MR (platelet
antiaggregating agents, PA) OFFHDS 6 fIT, D 6 Bllix Busulfan (BUS), HU, Carboquone (CQ) Zfi] & >
OHHIZC L DEREL THRGINTED, 20O 6PIcBefNcHlliIMRAIEH S fLTniz, 14 BlOGERD
M/ IMRARAE 1 9.3-47.2X 104/ 1 (1 29.0X 10Y/ pl) T, HVIMEED 2 > b 0 —) B L CREEFIRITEIX
AT, Fric R IMREFSEFIRERATIIEED S i ho 708, falru 2 flic@eE GERE, 5 O
it VNSV gl

AFE DGR S M/ IR TN S8 2 & EDSEETH 2758, 1R BlG T 2 B4 B & 72 5 /MK
BORWITR, FHIOFRZ EWCBL TE—EDRENEoNTE ST, SHROELR 2MEIPNETH .

i

AKREVEIM/IVIRIMAE (essential thrombocythemia, ET)
WS EREREAE R L (chronic myeloproliferative dis-
orders, CMPD) QU &2 & L CAE DT S, Bl
B2 LEeME MBIy ~ v oD 7 a—
VST & 2 MR TH 50, ET OIRERIIIIMK
ks L OMVIMEBEEED 1 > s o — iz b 38, TRIFBH
TEIRAE, Fiip, BB—BINE T REBFEL EWCBL T
—EDRBEPESN TR VODBEIRTH B, F72,
BRI TITOI T v 2R ORI FEERE I D W
THERHSLTIRRY, 22T ET OBEOHIRE
L UMERZES T 272018, SRITRER U 7E
PIOREREIIE 2175 7z,

jilll

fiE 5 (Table 1, 2)
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Bl & OBEHEREE T, Polycythemia Vera Study Group
(PVSG) DiZiiEe? iz L v s iz 1441 (BT
B, ZMETH) T, ZWIRFOFEIE 28-92 5% (P E
62J%) T, ZOREETIAEER %A L 7-ERIZ 2 41
(IBEZE, —@PEREEINTESE) Th 5.

W2 I O R ML D XA 1X [ M ER %X 9,871/ el
(5.300- 13,300/ y1), ~EZ 11 E > 132 ¢/dl (103-15.5 g/
dly, M/NHE % 106.8X 104/ 1l (67.6-158.8X 104/ ul) T
Hoiz,

IS 32BN TIRERZ{T> T3,

& e

EFERTO ML 1461 & b 60X 10/l PLETH
D IR b EEEERIHMER T b - 72, IBENE & 1G5
B OM/IMEE R Table 3,4 1R LT, TxbbigiElc
BIL Tixeflic HUBHWS N TWD, 20955
HU D &5 241, HU & PA OHEFID 6 #T, fthad 6 4
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Table 1 Characteristics and CBC*! data of the patients

No. of patients

Age (range)

Sex (male/female)

Follow-up duration
(months ; range)

Mean WBC
(before/after; /yl)

Mean hemoglobin
(before/after ; g/de)

Mean platelet
(before/after ; X 104/ 1)

No. of thrombotic events
(at the time of diagnosis)

Chromosome

10: normal karyotype, 1

14

62 (28~92)
7/7

24 (11~168)

9,871 (5,300~13,300)/4,300 (3,300~-8,400)
13.2 (10.3~15.5)/10.9 (8.5~13.5)
106.8 (67.6~158.8)/29.0 (9.3~47.2)

2 (Cerebral infarction, TIA*?)

. complex abnormality

*1: complete blood counts

*2 . transient ischemic attack

Table 2 Profile of the patients

NG Mgke Follow-up
Plt WBC Hb (bone (bone § Previous Concurrent § £ o
Case| Age| Sex ) . - Chromosome | . %3 ; Treatment Duration
(X104 ul) | (/ul) |(g/dl)| marrow) marrow) disease (s) disease (s) (months)
(X 104/ ) (/)
1|28 | M 147.5 11,500 14.7 13.20 25.00 46, XY ggg‘d}gtls (—) IFN,HU 30
2168 | M 73.0 9,700 1.7 (Dry tap) ND*! DM (—) HU 22
92 | M 138.3 12,000 10.7 ND*! ND*! 46, XY Gastric Ca (—) HU-+PA 12
4160| F 82.5 9,400 | 132 3425 256.00 - (—) HU-+PA 66
abnormality
48 | M 158.8 13,300 14.4 9.35 25.00 46,XY (—) (—) HU-+PA 24
6 66| F 74.8 8,100 14.7 8.65 93.75 46,XX (—) (—) HU+PA 19
7162 |F 84.9 8,700 | 140 11.30 31.25 a6 xx | Yarx (-) HU+PA 12
(rt. foot)
8§ 160 | M 67.6 5,500 15.0 14.85 62.50 46,XY ?J}’/EU’GB (—) HU-+PA 46
9 165| F| 1057 | 10500 | 110 | 1525 62.50 sxx | Sowhnl (—) | HU,BUS+PA 2%
infarction
10 |64 | F 1332 8,700 12.6 9.10 43.75 46,XX Gout Breast Ca HU, BUS+PA I
TIA -
11 65| M 67.7 12,100 10.3 unknown | unknown unknown | Hepatitis Neph_l_otlcsyn BLIS, LI, L 113
Gastric Ca +PA
type C
RSt F | 1069 7900 | 129 | ND* ND*! npn | TB | Pulmonary | pig pyipa| 132
Uterine Ca | fibrosis
13160 | F 144.8 13,400 15.5 12.50 75.00 46, XX (—) (—) BUS, HU+PA 168
14149 | M 106.9 7,400 14.3 1.40 12.50 ND*! GB stone (—) BUS, HU+PA 101
*1: not done #2: 47, XX add(1)(q32), —4, —7, —10,— 14, +5mar. [5]/46,XX [4] *3 DM : diabetes mellitus, HT :
hypertension, DU : duodenal ulcer, GB: gallbladder, TIA : transient ischemic attack, TB: tuberculosis * IFN : inter-

feron a-2a, HU : hydroxyurea, BUS : busulfan, CQ : carboquone, PA : platelet antiaggregating agents

FEIWER 72 £ ORI LD HU 5 BUS I, H5W»
FZBUS 225 CQPHU WEE L TSI N T Wk,
HU 0513 500 mg 43 2 f41], 1,000 mg A% 3 4, M/
B 01 i LU 500~1,500 mg # 5 U 7z 4 1 23 8 ] T
2000mg #AEE L-0ix 1l TH->7-. %7z BUS
DEREGRIF3Img FTHEELL IHIZRE, BBh

I~2mg Th-Tz.

HHEg AR TENX 106]T, 2D 55 9FHn
IEFEAZA, 115547, XX, add(1)(q32), —4, —7,
—10, —14, +5 mar IS 2 2 U708, SHbFT
HE I & BRESTEEUEEEE ET LISt D CMPD 1375
ESNTz, T OREFNIIEERTIC 825X 104/ ul TH -7z

(2)
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Table 3 Clinical Course

Case Treatment Plt (X 10*/ 1) max/min Disease progression
| HU*= [FN* (for hepatitis type B) = HU 147.5/32.2 (—)
2 HU 73.0/20.1 (—)
3 HU+PA* 138.3/47.2 (—)
4 HU+PA 82.5/26.5 (—)
5 HU+PA 158.8/35.4 (—)
6 HU+PA 74.8/28.6 (—)
7 HU-+PA 84.9/32.9 (—)
8 HU+PA 67.6/18.8 (—)
9 HU = BUS+PA 105.7/9.3 (—)
10 HU = BUS+PA 133.2/21.9 (—)
11 BUS = CQ*= HU-+PA 67.7/36.8 (—)
12 BUS = HU+PA 109.9/29.9 (—)
13 BUS = HU+PA 144.8/29.0 (—)
14 BUS = HU+PA 106.9/37.9 (—)
*HU : hydroxyurea, IFN : Interferon a-2a, PA : platelet antiaggregating agents, BUS :  busulfan, CQ : carbo-
quone
Table 4 Treatment dose and period Table 5 Side effects of drugs
Case | drug dose (mg) | period (months) drug | incidence side effects number of cases
1 HU 500 10 . .
1,000 8 HU 2/ 14 cases F)lgrﬁentatlon I (case9)
5 HU 500 1 itching 1 (case 10)
500 10 BUS | 3/6cases | pulmonary fibrosis | 1 (case 12)
3 HU 500 | nausea 2 (case 13, 14)
1,000 9 CQ 0/1 case (—) (—)
il 4 HU : hydr rea, BUS : busulfan, CQ: carb
P U 1000 5 . hydroxyurea, . busulfan, . carboquone
1,500 59
2,000 5
5 | HU 1,000 10 M/ A HU & iR o fF i & 0D 265X
| 'ggg i;‘ 104/ ul & THA L, WHBATLRD RS T,
7 | Hu 500 105 ERRGRTHER 10 B L ITIcEnZhAME L B
1,000 1.5 FEDHEFE 2387 (Table 2), %ER 10 1X HU 1,000 mg
g EE ££ jg % 238, 0T BUS 2§99, AMRSshTHD,
BLIS 5 4 JER 1113 BUS 1~2mg 15 A, CQ 0.5~1 mg 24
10 | HU 1,000 0.5 6 A, # D% HU 500~1,000 mg 3 42 F 5 &
BUS | 6 X N i \
: 1 NTute, FHERIL bABIOTIRIC & D AR L,
3 2 B CHHET S LB EFELTWS,
L1 BCUQS 0; ; FEG] 113049 HU O 4 THEEL Tl hSEdic
e 5 GBI BRI 4 %2 H656 L, ZALa LC Inter-
I 26 feron @-2 (IFN) 900 10* U 38 H#%5.42 C /IR X
5 ;% W“W? £ 322X100/l ETHAL, ZOMHU RS shk
HU 1,000 2 Motz. FO% HU OS5 2HEE L.
15| BUS 1~ % SERIORIERE 1451 5 PUZFBD 5 h, ZOMR
HU | 500~1,000 78
14 BUS [~2 33 IZ HU 24, BUS 3§ TH->7z (Table5). ZD 54
HU | 500~1,000 68 VERBIEER % il LRI DO FERNC T L T 5, SiERIE
HU : hydroxyurea, BUS : busulfan, CQ: carbo- DOEWEFHOME I RD L BY ThH 4.

quone

FEWI 91X HU IZ X 2 )NOMORE 2780, AAD

(3)



— 2 — O S
HU Ok 267 L7272 BUS ICEHE L C ks
IRER U7z, FERT 10 13 HU W& C R R L L
72728 BUS AT U CIER IR U 72, FEM] 12 1%
BUS I & U [fiffHEE % F6E L 7o e o5 2 ik L
HU WA L7z, FER 13 3 & UF 1413 BUS 1 TIES,
DB U772 HU WA Uiz & 2 AERIEdGE L
Iz,

CQUIF 1P EENT VAWM S, FHCE]
TERIZRED Idpo Tz,

] & HIBEIC &0 MVIMEIIEECED L, FJE
BITHEMTH -7 (Table3), E/-HHFSE TeH
MEFEL TS,

75 B/ IMEAA- O AR MO ZEE 12 D W ik [FImER
& Hb{E% Table 1 \/n L7z, T & b EXBREGL
BEE DD % & Tz LIeBIni% s, fskedlb4 210
B2 F WD LUTEENITHETH > 2.

% ES

ARE D ¥R H A M IMESE T A S MASE S H I
TEFE O] &, AED BARFEHED O & DT h % EiiR
HEEANOMERILIE, X 51 13RI T bR o
EMIEEOFIERBAIET 2 2 ETh 59,

HAED & 2R OIGFFIEIFIIC DWW T —ED
HHE T 70 <, FRCHEESE THVIMREDS 100-150X 104/
wl UNTEERD . <, DIMER DV A 7 37 1 U E
B TR T NETh D LT 2HENH L4, L
o UIMEERE 72 £ OFER 2 H 3 2 ER, Sl Th 5 iE
B, MM ZINCHEIT L T 25ERE & ONlesE
DOEED H 2 fER: BB ERE T XETh 5
Enbi T30, BRI I3ER 60 5L T, 155
ZBIR S NS MVIMRBU B U TSR I & - TRk%
TH 2D, 60-150X 104/l LLEEF bt Tz,

WRITI 4HEHE b 60X 101/ 4] DL E /MRS
IEFRD 1z 1z DIRERIT - Iz,

WO DRI B W T2fhic HU M58, £
D5 H IPITRIFEAZRD T Lo b+ iBEShE
Vg oz, HU DAL ORI =85 U - EFI T,
BUS 23 34, CQ A 1 BIDEH4BITH 255, oLy
oMM D2 > ba—uEs i, LnLZ
DB 2HNIFFNOEIWEH L Bbh 2 ERHHIL L
72tz HU ICZEH L7z, BN 3B v THifz 72 ME
BLOHMIZFAD S, HEBTHLRD Lo 7,

75 B IREERSET 2 I B CESEEE (LS, 58
DI B STz, FREFIEFITIZIZ T HU 23 25F

K ¥ Mgk H60% a5
[, #iv>T BUS 2399 B G s T h, Bk
TEBITIXIE U BUS 23 1 HRE, KT CQ »3y 2 4F
6 AR, ZD# HU » 4 BREEG S Twre,

7V F ALK E OFUEMEEE I L 5 TR FEE
B s X LHesn TV B, 7 ALK D FiE
B & LT DNA 2 A O fRREiEE, Yl X 2
DNA &HElEENEZ 5N T 59, BUSIZ7 )V F L
BRI ORI FEF T, EERETFRE I & 0 Rt
Db 2D EWESNTWEE | FEOFEFNE T 2 4310,
F4T e LTI RAMEAIRE 2 & OmS I asEgsH
e ah, BEEHEE L CXERE, EigE, B, AL
¥, TEMEEANE, R & OMEFISER S 511,
FLoRFEE COMMBEEN EEEbhTW
%8118 SR 2 FIOFEFEA £ TOIREAIES AR IIEE
1 10 2587 10 AR, ER 11 TR 3E (FDHIBD
KEBGTD CQ D) Th 2., F 782 DSTERAAR
RLUELRED TIZ CQ* HU I X 2[EEEDFKLED
HENHM TSR0 Z L PREET LY, 2h
S DIERIDBFSE WIS LT\ 2 L 2T % 2
CIEREETH 2.

HU X BUS % CQ 72 ED 7 )V F WMALFIC i L ¢
ZREIEDFERIIEDSEFT LN TWED, 4-5EH
DFEG-T 5-10% 12 I <2 B HEE I BIE R EEN O
RIRAT 278 72 & DENH 2319, Ly LEHRL 7 X
5 W EREDOFEEGI O 1370 <, ERFREFAR 03 4
SNBDATH B, LinbSEO 25EE Tl HU
DFSHARTS 2 8B L O 4 AR LR L, T RFE
DFEREE L TEFEZEN, CQIEOWTHHRELE:
FRO TIEFETRED —RIEEFNE A 5 TR0,

— /5 IFN-q iZfOFLEEIE » B v, R
DNA 85 & 2 ZRFEOTIHEEME N2, R
Thm ET BN UIER M3 RETh > 72 & DR
ENH L, LnLa R MBEWI & IFN-¢ Bifi
SRIREWERNSD 2 2 L2+ EEL, BHELRES
DIULELT I 2617,

SEIOWFE T 1440 12 Gl Tuin/ s F 2 5 5
SNTWIe3z ORGOERICHD &3, Fiicklig
TEDFIE DTN TH -7, 0 144135
BB DS <, GRS, — BRI, T
R 72 £ ol 2w LIMERZE 2B T 200 H-o
fz 2 D6, PUIMEAID RS STz, VI
$ERE, RPERER & O IIMERERRS 2 Jed T L 157 ]
A5 <, F 7RG M/ IMRBSRERREE 21T 5 72
PICIIBERER D IER TH o> 1o/, HHRE5E

(4)
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W& ZIT> TR WHlb b ole, D745 EILMN
/NI BERE DR 2> © LI/ M I8 5 D WL B 722 it
TBIEFTER» T, L LHUIIVIMEFIR SR
IM/MHEREIR T i & 2 & Bb L2 tHIMER 22k L 72
TERNS 2o 7z,

SRR T, AEICBW TIMEEEEAIC LD
M/ 2 > b a—) T & S PiIMEFl O % 5
EARE DD, B D WIIIVIMRENS X & 3 HUM MG
OEGMIMBFED FIHICERE L DI RHTH Y, 5
BOWEIBLETH 2,

MM a2 > » v —nicBd L Tid HU, BUS, CQ
WHAEZIIED SN o T, AEIC BT 5 IMVIME
ay b= DD DEEFEISDOE IS5 —ED
HA R T4 >»7% <, ranimustine (MCNU) b &0,
il % DFEBIDIRFERFE L TRETRETH D &5
25,

72 B EREZ D13 HU, BUS, CQ # & U IFN-a
DT I BARE T RBEHIC R > T 2 &
Ths.

AHETOIRIERES L OIEOWREICH Tz > T,
Barbui 518 MR T W3 S 5 1 F i, MAFEDBED
HIERHT T R FE D AIRENE, T XFEREOfEE, A
OREWER 7 k2 AT 2RI L, HEICHFES 540
Wb 55,

KX OEFIFE 62 [ol HARMIE F=ibe CPk 12
FEIF) ICBWTHELE,

L A

1. WRHC B 2 RAEPEIVIMKIIIE 14 FIOIEHT, £
W Bl onWTHRET L7,

2. 4fflic HU, BUS, CQ DWW IFhhhifE st T
Wiz, el b BEFRIVIMRIRD 2375 5 11, TR OE
TR FET NI ERD v o T, F 72T 72 2 M RE A
BIBATIZ A DN Mo Tz,

3. AEIC BT 2 IEEFREPHIEOWREICHTz> T
VA, IMAREOBHERFEO RIREN:, —XFFEOE
Wik, FEHIORWER % £ 23558 L CEEICHWTd 240
L2V P
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Treatment of 14 patients with essential thrombocythemia

Koji ISHII, Tsunemichi SHIROTA and Tohru HAY ASHI

The Third Department of Internal Medicine, Tokyo Medical University Hospital

Summary

To clarify the problems in the treatment of essential thrombocythemia (ET), the authors studied the clinical features and
the treatment of ET patients in their institution. The 14 patients (male 7, female 7) were aged between 28 and 92 years old
(median 62). Mean values of their complete blood cell counts were as follows: white blood cell counts, 9,871/ 4l;
hemoglobin, 13.2 g/dl; platelet count, 106.8X 10%/ 1 (67.6-158.8 X 10/ ).  Chromosomal analyses of 10 patients revealed
normal karyotype except one patient with complex abnormalities.

Hydroxyurea (HU) was given in two patients, 6 were given HU with platelet antiaggregating agents, and other patients were
treated with HU, Busulfan (BUS) and Carboquone (CQ) alternately for various reasons. Platelet counts decreased to 9.3~
472X 104/ 41 (mean 29.0% 10* 1) after treatment and no difference was observed among the drugs in relation to the decline
in platelet counts. No thrombotic events or transformation of the disease were observed after treatment.

The key point of ET therapy is to achieve adequate control of platelet counts. In this study, HU, BUS and CQ caused
a similar decrease of platelet counts and the disease did not worsen except for the two patients who suffered cancer. Further
studies are required to obtain evidence concerning platelet counts to determine when or when not to treat ET, the choice of
drugs and the prognosis of the disease.

{Key words> Essential thrombocythemia, Treatment, Secondary malignancy




